N21 (45) 2015 YKPAIHCBKUIN XYPHOA HEPPOAOTIT TO AIAAIZY

LLIkona HedpoAaora

© COJIOAKUU M.1., IKYMA K.A., )KEXEPA P.B., BUJIKOB O.10., 2015
YK 617.55-007-053.1-053.31

'M.I. COJIOJIKUT, 2K.A. JZKKYMA, 'P.B. XKEXEPA, '0.10. BUJIKOB
PRUNE BELLY CUHJIPOM: KJITHIYHI BUITAIOK

'M.I. SOLODKIY, ’K.A. DZHUMA, 'R.V. ZHEZHERA, '0.J. VYLKOV
PRUNE BELLY SYNDROME: A CASE REPORT

'"HauioHnanbHa qutsya crienianizoBana Jikapuss OXMATIUNT, m. Kuis
*HauionaneHuii MegnaHuii yHiBepcutet iMeHi O.0. boromonbiis, M. Kuis

'National Spesialized Childrens’ Hospital, Kiev, Ukraine
2Bogomolets National Medical University, Kiev, Ukraine

Kmouosi ciioBa: Prune belly cundpom, mesenximanvha oucniasis, caabkicmo M 43i6 nepeoHsoi uepeeHoi cminku,
6adu po36UMKY ceHocmamegoi cucmemu, HUpKo8a 2inonaasis, mezaypemep, Kpunmopxiam, NpeHamanvra 0iaeHocmuKa,

Keywords: Prune belly syndrome, mesenchymal dysplasia, abdominal muscle deficiency, urogenital defects, renal
hypoplasia, megaureter, cryptorchidism, prenatal diagnosis

Pestome. IIpoananizosanuii kainiunuii 6unadok eedenns HO8oHapooxucenoi oumunu 3 Prune belly cunopomom
BAIICKO20 CIMYNEHSl, WO € BPOONCEHOI0 AHOMANIEID, KA uacmiwe 3ycmpiuacmoscs ceped ocib 4oa08iuoi cmami, i, xa-
PAKmepusyemscsi mpiador: cAabKicmio m’13i6 nepedHvoi uepegHoi CMIHKU, AHOMANIIMU PO3BUMKY Ce4080i cucmemi,
KpUnmopxizmom. Y cmammi poseasnymo cy4acti noeasiou Ha emionamoeenes, Kainiuni nposeu Prune belly cunopomy,
npudinena yeaea npogederHro ougeperuyiiinoeo diaenosy. OKpemo po3easHymi NUManHs NPeHamanbHol diaeHocCmuKku ma
cyuacHi memoou NiKy8aHHs b020 3aX60PI0GAHHS

Summary. Prune belly syndrome (PBS) is a rare congenital anomaly almost exclusive to males defined by the
triad of abdominal muscle deficiency, severe urinary tract abnormality and cryptorchidism. The syndrome has a broad
spectrum of affected anatomy with different levels of severity. We report a newborn boy with PBS. Diagnosis was confirmed

by karyotyping, ultrasound investigation and intraoperative findings.

BCTYVII. Prune Belly Syndrom (PBS) mae mexiiab-
ka Ha3B: Eagle-Barret cungpom, Osler-Parker cuH-
JIPOM, CUHJIPOM ME3eHXUMaJIbHOI AUCIIa3ii, CUHAPOM
Tpiagy. OCHOBHUMHU [IiaTHOCTUYHUMU KPUTEPIIMU €
Tpiaga CUMIOTOMIB: Je(eKT M’SI3iB ITepeaHbOI YepEeBHOT
CTiHKM, aHOMAJIil CEYOBUBIIHUX LUISAXiB, ABOOIYHUIA
KpUIITOPXi3M. XJIOMYUKU CTPaXKJAalOTh Ha 1eil CUH-
JIPOM y TIOPiBHSIHHI i3 JiBYaTKaMM y CITiBBiZHOIIEHHI
20:1. ¥V nmonynsauii BiH 3ycTpivaetbca 1 Ha 35000 -
50000 xuBux HOBOHapomKeHux [1, 2, 5, 7]. KniniuHo
PBS mnposiBageTbcs ypaxkeHHSIM TepeaHboi YepeBHOI
CTiHKM, Bij JIErKoi rinmoruiasii 1o areHesii M’s13iB, 110 i
00yMOBITIOE Ha3By cuHApoMy «Prune Belly», 1110 o3Ha-
Yya€e «KMBIT, 3MOPIIEHUI, SIK YOPHOCIMB»; aHOMAaJii
CEUYOBMBIIHMX IUISIXiB: OWJSTALlisl CEUYOBOAY, MHOTO
CTEHO3 i aTpe3ist 3ycTpivaroThes B 25% BUITaKiB, Tilo-
mniasis nepeaMiXypoBoi 3aJ103U, PO3IIUPEHHS CEYOBO-
ro Mixypa, €KTOIIisl OTBOPiB CEYOBO/IB 3yCTPIiYaETLCS Y
70% maltieHTiB, Tinpo- ado Merayperep, MiXypoBo-ce-
YOBOAHUI pedieke, TigpoHedpo3, B AeIKUX BUMagKaxX
MPUETHYETHCSI YPOCENCUC; NBOOIYHUI KPUIITOPXi3M.
Kpim Toro cuHapoMm XapakTepu3y€eThCs MOENHAHUMU
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CUMITOMAMU YypaXeHHsI OPOHXOJEreHeBOl CUCTEMU:

rinornasi€lo JiereHb, THEBMOTOPAKCOM, aTejeKTa3aMu

JIET€Hb, ITHEBMOHISIMU. YpaxkeHHS ceplieBO-CyAUHHOI

cuctemu 3yctpivaeTbest y 10% xBopuX: TaKi BpOIXKEHi

Baau cepus sIK aeheKTH Mmeperopoaok, rerpaga da-

JIo. YpaxkeHHs IIJIYHKOBO-KUIIIKOBOTO TPakKTy — Ta-

CTPOILIMU3UC, HeTlep(POpPOBaHUIT aHYC, MOPYIIIEHHS MO0-

BOPOTY KMIIIKiBHUKA 3yCTPivalOThC piflie. YpaxkeHHs

OITOPHO-PYXOBOro armapary BigMidaetbes y 20-50%

XBOpMX: €KBIHOBApyCHi CTYITHi, BPOIKEHUI BUBUX

cTerHa, BpomxeHa aedopMallis rpyaHOil KIIITKH, iHIII:

apTPOTPUIIO3, TOJTIJAKTUIisI, CKOITi03, Ae(PeKTH Kipu

[1,4,6,7,9].

95% BUNaAKiB CMHAPOMY criopaauyHi. OgHaK € He
MeHne 10 ciMmeifHuX BUMAaaKiB, KOJU ONMCaHi ypaxkeHi
Opartu, OBOIOPiAHI OpaTv, AUCKOPAAHTHI TOMO3UTOTHI
oOparu-omusHioku. [imore3a mnpo ayTOCOMHO-IOMi-
HAHTHUHW TUI YCIaAKyBaHHS 3 BilJaJeHUMU MyTalli-
sIMM HE 3aBXIU MOXeE MOSICHUTHU YCi BiIoMi criocTepe-
KeHHs [7, 9].

€ Bi TiMoTe31 MOXOMKEHHSI CUHAPOMY:

1. VYci BpoIXeHi Baau, 11O BUSIBIASIOTHCS MPU LILOMY
CUHIPOMi, - HACJiZOK OIHOTrO IEPBUHHOIO ITO-
pYLIEHHST PO3BUTKY Me30JepMU, OCOOJMBO ii Ja-
TepaJlbHUX BiAMiJiB, 3 IKUX DOPMYETHCS YepeBHA
CTiHKa, YpPOTEHIiTaJIbHUI TpakT i mepeamixypoBa
3aj103a, 110 BiAOyBa€Thcsl MPUOJIU3HO Ha 23-y 100y
PO3BHTKY.

2. BocHOBi cMHApPOMY JIEXKUTh HEAOPO3BUTOK M’ SI3€BUX
BOJIOKOH B JIUCTAJIbHIlA YaCTHUHI YpPOTEHITaAIbHOTO
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CUHYyCa 3 BTOPMHHOIO OOCTPYKIII€I0 CEYOBUBIIHUX
LLJISIXiB 1 PO3BUTKOM YCiX iHIIIMX CUMIITOMIB [3, 5, 7].

3a cTymeHeM BaXXKOCTI BUIISIOTH TPM KaTeropii
XBOPHUX:

Kareropia I (naitBaxxua), 1o sKoi BiTHOCSTH ITa-
LI€EHTIB 3 OJIrOriipaMHIOHOM, TiIlOILJIa3i€l0 JIEreHb,
KJIMIIOHOTICTIO, o0nnuusim [loTTepa, BUpasKeHUM Tif-
poHehpO30M Ta TiZPOYPETEPOM, Pi3KMM 30iIBIIICHHSIM
CEYOBOIo Mixypa, aTpe3i€l0 CE4OBUBITHOIO KaHaILy.

Kareropisg II (cepeaniii TMI BaXXKOCTi), Malli€HTH
3 TiApoHedPO30M, TiIPOypeTEPOM, MEHII BUPAKEHUM
30iJBIIIEHHSIM CEYOBOTO MiXypa, MEHIIMMU JMCIIac-
TUYHUMU 3MiHaMM B HMpKax, oonuyus Ilorrepa He
CIiocTepiraeThbes, 6e3MmocepeHbOI 3arpo3u AJIsl XKUTTS
HeMae, Xxo4a iHOJIi IPUETHYETHCS YPOCETICHUC.

Kareropia III (naiinerma), ans sIKoi 30BHillIHi
03HAaKW MEHII BUpaxeHi, PYHKIis HUPOK He Mopyliie-
Ha, PO3YMOBMII PO3BUTOK XBOPUX HOpPMasIbHUM [1, 5,
6, 8].

KJIIHIYHUN BUIIAIOK. HoBoHapomxeHuid
XJIOMYUK MOCTYNUB Yy KITIHIKY 3 TPEHATAIbHOTO LIEHTPY
Ha TP JIEHb XUTTS 3 BE3iKOAMHIOTUIHUM TITyH-

MIBE 13423003
Tees  13:zR

Philias Medicl Bystams

Mios 13323013
TIS 08 43:30:43

MipE 13022003

Fhilips Madical Systems TEeT 13amE

TOM, CJIAOKICTIO TepeaHbOI YePEBHOI CTiHKHU, IBOCTO-
POHHIM KPMIITOPXi3MOM i JIETKUM CTyMEHEeM AuXasb-
Hoi HegocTaTHOCTI. Ha 19 TrxxHi rectauii Ha Y31 6yjo
BCTAHOBJIEHO MeraypeTep i merauuct. Ha 21 TukHi
recrailii 0yJ10 NMpoBedeHE BE3iKOAMHIOTUYHE WIIYHTY-
BaHH# mig Y3/l KoHTpojieMm. JuTuHa Hapoauiach Ha
35 TuxHi BariTHocTi Bim 37-piuHOi MaTepi 3 Baroo
2660r IpUPOIHIM LIJISIXOM 3 TA30BUM IEpeIeKaHHSIM
iony. byjso BCTaHOBIEHO BUPAXEHUIN CTYMiHb OJi-
roriipaMHioHy. 3a 1mkajgow Anrap Ha 1 Ta 5 XBUJIMHI
IUTUHA OyJa oliHeHa B 7 OaniB. KoHLeHTpalisl Kpe-
aTUHIHY TUTa3Mu ctaHoBwiIa 70 MKMOJIb/J, KOHIIEH-
Tpalis Ce4OBMHHU — 3,6 MMOJIb/JI, KOHLEHTpALIisl Ha-
Tpito — 136 MMOJIB/1 1 Kautito — 5,3 MMmoJib/i. [diypes o
Be3iKOAaMHIOTMYHOMY HIYHTY CTAaHOBUB 1,7 MJI/KT/TO/I.
V31 micng HapOAXeHHS MiATBEPIWIO ABOCTOPOHHIMI
ypeteporiapoHedpo3s i rirmomiasito HUpoK (puc. 1), a
HapOCTaHHS MOKA3HUKIB KPEaTUHiHY, CECUOBUHU, Ka-
JIi10 1 3HWXKEHEe BUIUJIEHHS cedi MPUPOJHIM IIISIXOM
CTajio TIOKa3aHHSM IO OIEpPaTUBHOIO BTPYJYaHHS —
HakJagaHHs T-MoaiOHUX ypeTepOKyTaHEOCTOM 3 000X
CTOpiH.

MIOE 13923003
13797

PRI Madicel Bystama e 8.7

CeyoBuUA MiXyp 3 AUCTaIbHUMMU
Bigainamu ceuoBsogis

Puc. 1. YabrpasBykoBe AOCTiIKEHHSI HA IPYTUI IEHb XUTTS TUTUHMU.
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InTpaonepauiiitHo OyB MiATBEpAXKEHU TBOCTOPOHHIH ypeTeporiapoHedpos, rinomiasis HUpOK, rinorasis

CTiHOK ce4yoBoJiB (puc. 2).

Puc. 2. CevoBiz iHTpaonepaliitHo.

licTosoriuHe AOCIHiIKEHHS TKAaHWUH 4YacCTUHU
CEYOBOJiB MOKa3ajo armJjasilo iX M’sI30BMOTO Iapy.
Ha V3]l uyepe3 TuxXaeHb Mmicias orepallii mpaBa HUP-
Ka 28x14 MM, niBa HUpKa 25x13 MM, mapeHxiMa mia-
BUIIEHHOT €XOreHHOCTi, 0€3 KOpPTUKO-MEIyIsIpHOi
nudepeHuianii «oini HupKu». I1paBuii cevosim — 12

MM, JIiBUii — 14 MM B IUCTaJllbHUX Bigjinax, ce4oBO-
IV B HUXHi TpeTWHi 3BUBUCTI. B mpocBiTi MUCOK
3HaXoAAThcs ApeHaxi. O0’eM cedyoBOro Mixypa —
20 M. JIuHaMikKa CUPOBATKOBOI KOHIIEHTpallii Kpea-
TUHIHY, CEUOBUMHM, HATPilO i KaJilo BimoOpaxeHa Ha
puc. 3i4.
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Puc. 3. Jlunamika cpoBaTKOBOI KOHIIEHTpallii CCUOBUMHU Ta Kalifo (MMOJIB\JT).
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Puc. 4. lunamika cupoBaTKOBOi KOHIIEHTpallii KpeaTHHiHYy (MKMOJIb\JI) i HaTpil0 (MMOJb\J).

[TicnsgonepariiiHuii niype3 3 MpaBoi i J1iBOi ypeTepOKYyTaHEOCTOMM MTPOJAEMOHCTPOBAHO Ha puC. 5.
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Puc. 5. lunamika niypesy 3 mpaBoi Ta JIiBOi ypeTepOKyTaHEOCTOM MiCJIsl oTepallii.

V mnicnsionepauiiHoMy Iiepiofi IUTUHA OTPUMY-
Baja iHGYy3iliHy, JeTOKCUKALiliHy, aHTUOAKTepiaabHy
i cuMIIToMaTU4HY Tepamito. JuTuHa 3anuinanacs Ha
IITYYHiN BEeHTWISLIL JiereHb B pexumi SIMV nmo 2-x
MIiCSYHOTO BiKY Y 3B’513Ky 3 OpOHX0JIETEHEBOO TUCILIA-
3i€10, ITiCJIs YOro YCHIIIHO Ae3iHTyOOBaHa i mepeBeieHa
3 peaHiMalifiHOTO BIIAUJIEHHS Y BiAAiIeHHS MAaTOJOTril
HOBOHApPOMIXEHUX 3 miarHo30M: Prune belly cunmpowm.
JIBocTOpOHHII TigpoyperepoHedpo3. imorna3is Hu-
pok. Timorma3zist cewoBoiB. JAucmnasis M’s3iB mepe-
JIHBOI YepeBHOI CTIHKU. JIBOCTOPOHHIN KPUIITOPXi3M.
bponxonereHeBa aucniasiss. bpouxomansiuisi. BuBux
KyabioBux cyrino6iB. XHH I ct. Baxkkictb cTaHy au-
TUHU OOYMOBJIEHA TilOIUIa3i€l0 HUPOK, 110 B CBOIO
yepry o0OyMOBJTI0€ HUPKOBY HeJlocTaTHicTh. [Toganbina
TaKTUKa 3ajiekaTUMe Bill MOXJIMBOCTI KOMIICHCYBaTH
HUPKOBY HEIOCTaTHICTh 3a paXyHOK IIEpUTOHEAIbHOIO
a0o reMoJiaizy, a TaKOX MOXJIMBOCTI TpaHCIIaHTALlil
HUPOK.

OBI'OBOPEHHSI. IMuranHst BemeHHsT miTeil 3
Prune belly cuHapoMoM 3ajuIIa€TbCsl BKpail cKJal-
HUM, aJXe 3aJIeKUTh Bill MpeHaTadbHOI JiarHOCTUKU
i3 3aCTOCYBaHHSIM CY4YaCHUX TEXHOJIOTiil (heTaabHOIL
Xipyprii Ta po3po0yieHOi e(heKTUBHOI IMporpaMmu Io-
CTHATaJbHOIO JiKyBaHHS TaKWX Mali€HTIB, 32 YMOBU
e(PeKTUBHOI B3aEMOJil aKyllep-TiHeKOJOriB, TeHeTH-
KiB, IUTSYUX YPOJIOTiB, (heTaaTbHUX XipypriB.

[TokazaHHs 10 MPOBeNEeHHST Be3iKOAMHiOTUYHOIO
LIYHTYBaHH# Oyau onucaHi Jonson et al., siki po3poou-
JIU TIporpaMy oOCTEXEHHSI MaTepi Ta IUIOLY, 3aBISKU
YOMY 3TiIHO 00’ EKTUBHUX KPUTEPiiB € MOKIUBICTb BU-
3HAUYUTHU TIJIOAM 3 XOPOLIMM Ta MOTaHUM IPOTHO3OM.
3a IyMKO1O aBTOPiB, BHYTPIIlIHbOYTPOOHA AEKOMIIpE-
cist Oyae HaiOiIbII epeKTUBHOO Ta Oyae 30iablIyBaTU
BVKMBAHICTh IUIOMIB Y BMMaAKax MOBHOI iHdpaBe3u-
KaJIbHO1 OOCTPYKIIii (KJanaHu 3aAHbOI YPETPU, aTpe3is
ypeTpu Ta iH.), BUPaK€HUM OJIiroriipaMHioMoM abo
3MEHIIEHUM O0’€MOM aMHIiOTUYHOI pPiIUMHU, 3 HOp-
MaJIbHUM BMiCTOM €JIEKTPOJIiTiB i OUJIKY y ceui mioay, a
TaKOX Yy pa3i BiICYTHOCTI iHIIMX MOEAHAHUX Ta XPOMO-
COMHMX aHOMaJiit, KOTPi MOXYTbh BIUTMHYTU Ha KiHILIe-
BUIA pe3ynbraT. TaKUM YMHOM, OCHOBHUMHM KPUTEPis-

MM JI0 IPOBEICHHS Be3iKOAMHIOTUYHOTO IITYHTYBaHHSI
CJIi BBaXKaTU TSIKKY CTYIIiHb OJIirorizpamMHiomy i 30e-
pexeHy GyHKIi0 HUPOK Tromy. OmHaK, y KITiHIIHii
MpaKTULi CKJIAIHO TpeHaTaJbHO BiaaudepeHiiloBaTu
mionu 3 PBS Ta 3 mepBUHHUM MiXypOBi-CEUOBITHUM
pedaekcom abo KJlalmaHOM 3aIHbOI YpeTpu, 0COOJMBO
BpaxoByrouH, mo PBS Moxe 6ytn 6e3 00CTpYKTUBHUX
3MiH Ha piBHi ypeTpu. B Takux Bumajakax rnmpoBeaeHHs
BE31KOAMHIOTUYHOTO LIIYHTYBAHHS HE € BUIIPaBIaHUM,
gaK 1e i momosigatore Walsh et al. mpo 26 Bumankis,
KOJIM IIYHTYBaHHS HE MaJio JOBEACHOTO ITO3UTUBHOIO
edexTy Ha (PYHKIIiI0 HUPOK TTOCTHATAJIbHO [7].

TakTuka BeleHHS AiTeil B HEOHATaIbHOMY Iepioi
3aJIeKUTh Bil KaTeropii, 10 SIKO1 BiTHOCUTHCS MAIli€HT.
VY I kareropii naui€eHTiB piBeHb KpeaTUHIHY MOXe OyTU
HOpMaJbHUM MiCJII HApOMXKEHHS, i TOCTYIIOBO HapoOC-
TaTuMe, SK 1ie i Oyno y Hamoro mamieHTa. Sxio i
JIiTW He MOMUPAIOTh B PaHHbOMY TIEPiOJi Bif JereHe-
BOI TiIOIJIa3ii, TO B MOJAJbIIOMY iX (haTadbHMIA KiHELlb
00yMOBJIEHMIT HUPKOBOIO HeAaocTaTHicTIo. Bei apenHy-
BaJIbHI orepallii, TaKi SIK BE3iKOCTOMM, YPETEPOCTOMHU,
HedpPOCTOMM, JIHIIE MOJETIYIOTh BilTIK poO3BeAeHOI
ceui. [itu, 1o BigHocsaThes a0 11 kateropii MaroTh ype-
TepoTiapoHedpo3 i, IK MpaBUIIO, 30epekeHy (PYHKIIIIO
Xouya OU OJHi€ET HUPKHU, LIO TMOKpAIIy€E MPOTHO3 s
KuUTTs. Takux giTei moTpiOHO rocmiTanizyBaTH 10 CIie-
Liiaji30BaHMX 3aKJaliB, AJIs1 BUPILLIEHHS MUTAHHS MTPO-
BEIEHHSI PEKOHCTPYKTUBHUX YPOJOTIYHUX OIeparlliid.
Hitu 111 xaTteropii 3 XipypriuHux BTpy4yaHb MOTpeOy-
I0Th HU3BEJCHHS SIEYOK Y MOIIIOHKY, YPOIIaTii MOXYTh
JIIKyBaTUCh KOHCEpBaTUBHO. Bci aiTu moTpedytoTh pe-
TeJbHOI NMPOodiTakTUKKM iHhEKIii CeYOBUBITHUX LIS -
XOM aHTHOaKTepiaabHOI Teparii, a TaKOX JesKi aBTO-
PU PEKOMEHAYIOTh BUCIYEHHs KpaliHboi 1ioTi [3, 4].
He nuBnsuurce Ha Bci 3ycuiuist, 6m3bKo y 30% xBopux
PO3BHBAETHCS XPOHIYHA HUPKOBA HEOOCTATHICTD. [i1st
TaKUX TAlliEHTIB PEKOMEHAYETHCS TpaHCIUIAHTALlis
HUPOK SIK €IWHUIN NIISX 3a0e31e4eHHS HOPMaJIbHOTO
PO3BUTKY TUTHUHU.

BUCHOBKM. Takum 4yMHOM, ONMMCAHUIA KJTiHi4-
HUIl BUMAJOK € MpuKiaagoM KiaacuuHoro Prune Belly
CUHIPOMY TSXKKOro cTymneHo. JliarHo3 PBS mae Bcra-
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HOBJIIOBATUCh MpeHaTalbHO, IMOJajbllla TaKTUKa Be-
JIEHHS BariTHOCTi Ma€ BU3HAYaTHMCh HA OCHOBI CTYMEHS
nopyuieHHsl (pyHKIil HUPOK Ta HAsIBHOCTI MO€EIHAHOL
nartoJjorii. HoBoHapomxeHi aitu 3 PBS maioth rocmi-
TaJli3yBaTUCh y CIelliajli30BaHi yCTAaHOBU i MIPOXOJUTU
JIIKYBaHHSI Y JUTSYMX YPOJIOTiB, 110 3aliMalOThCsl Be-
NIEHHSIM BPOJIKEHUMX BaJl PO3BUTKY YPOTEHITaJIbHOTO
TpakTy. He MeHIll BaXJIMBUM € acleKT FeHeTUYHOro
KOHCY/NbTYyBaHHS 0aTbKiB, LIOJ0 MPOrHO3iB Ta BUXHU-
BaHoCTi niteit 3 Prune Belly cunnpoMomM Ta moka3aHb
NI IepepuBaHHS BariTHOCTi. BariTHi XiHKM MaloTb
MPOXOIUTHU PEryJsipHe aHTeHaTalbHE OOCTEXEHHS, Y
pa3i BUSIBJIEHHS BaJ PO3BUTKY CEYOCTATEBOI CUCTEMU
IOy, XiHKY MalOTh KOHCYJbTYBaTH TE€HETUKH, (de-
TaJIbHi Xipypru, IUTSIYi YPOJIOTH.
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