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Pestome. [Ipoananizoeanuii kainiunuii 6unadox eedenHs HO8OHapoouceHoi oumunu 3 Prune belly cunopomom
8AICKO20 CMYNEHS, W0 € BPOONCEHON AHOMANIEID, AKA yacmiule 3ycmpitacmocsa ceped ocio 4oao8iuoi cmami, i, xa-
PaKmepuzyemobCs mpiadoro: caabkicmio m’a3i6 nepeonboi uepegHoi CMiHKU, AHOMANIAMU PO3GUMKY CE4080i cucmemu,
Kpunmopxizmom. Y cmammi po3easiHymo cyuacHi noeasdu Ha emionamoeenes, Kainiuni nposeu Prune belly cundpomy,
npudinena ysaea nposedeHtro oughepenuyiiinozo diaenozy. OKpemo po3easiHymi nUMaHHsa NPeHamanbHoi diaeHocmuKu ma
Cy4acHi Memoou NiKy8aHHs U4b020 3aX60PHEAHHS

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 aexiib-
ka Ha3B: Eagle-Barret cunapom, Osler-Parker cuH-
JIPOM, CUHAPOM Me3eHXMMaJbHOI IUCIIAa3il, CHHIPOM
Tpiany. OCHOBHUMU NiaTHOCTUYHUMU KPUTEPIIMU €
Tpiajla CUMIITOMIiB: Ae(EeKT M’S3iB MepeIHbOI YepPEBHOT
CTIHKM, aHOMaJii CEYOBUBIMHUX INUISIXiB, IBOOIYHUI
KPUNTOPXi3M. XJIOMYUKU CTPAXIAIOTh Ha L€l CUH-
JIpOM y MOPIBHSIHHI i3 AiBYaTKaMM Yy CHiBBiIHOIIEHHI
20:1. ¥V momynsguii BiH 3yctpivaetbcsa 1 Ha 35000 -
50000 xuBux HOBOHapoxkeHux [1, 2, 5, 7]. KitiHiyHO
PBS nposiBisieTbcd ypaxkeHHSIM MEPEIHbOI YepPEeBHOL
CTiHKM, Bij JIETKOI rinoruiasii 1o areHesii M’s3iB, 110 i
00yMOBITIOE Ha3By cuHIpoMy «Prune Belly», 1o o3Ha-
Ya€e «KUBIT, 3MOPIIEHUN, SIK YOPHOCIMUB»; aHOMAaJil
CEUYOBMBITHMX IUISIXiB: AWJSTALlisl CEYOBOAY, HOTO
CTEHO3 1 aTpe3is 3ycTpivaroThes B 25% BUIAAKIB, Iilo-
TUIa3is MepeaMixXypoBOi 31031, PO3LUIUPEHHST CEYOBO-
ro MiXypa, €KTOIisl OTBOPiB CEYOBO/IiB 3yCTPIYAETHCS Y
70% mnaiieHTiB, rigpo- ado Merayperep, MiXypoBo-ce-
YOBOJIHUM pedriekc, rinpoHedpo3, B 1eIKMUX BUMTAIKAX
MPUETHYETHCS YPOCENCUC; NBOOIYHUI KPUIITOPXi3M.
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CUMITOMAMU YPaXeHHSI OPOHXOJIETEHEBOI CUCTEMU:

rirnoruiasi€lo JereHb, MTHEBMOTOPAKCOM, aTejieKTazaMu

JIETeHb, THEBMOHISIMU. YPaXeHHs CeplLeBO-CYIUHHOI

cucteMu 3ycTpivaetbest y 10% XBOpMX: Taki BpOIKEHi

Bamu ceplis SIK AeeKTHu meperopoaok, rerpaga Pan-

JIO. YpaxkeHHS NITyHKOBO-KUIIIKOBOTO TPAaKTy — Ta-

CTPOLIN3UC, HeTlep(hOPOBAHUN aHYC, MOPYLIEHHS MO-

BOPOTY KUIIKiBHUKA 3yCTPiYalOThCS pifliie. Y paxkeHHs

OIMOPHO-PYXOBOTrO amapaty Bigmivyaetbess y 20-50%

XBOPHUX: €KBiHOBapyCHi CTYITHi, BPOIXEHWUN BUBUX

CTeTHa, BpoIxXeHa aedopMallis TpyAHOI KIIITKH, iHIIIi:

apTPOTPUIIO3, TTOJiAAKTUIIIS, CKOAi03, Ae(heKTH Kipu

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

95% BUTIaKiB CUHIPOMY criopagnyHi. OJHaK € He
MeHie 10 ciMeifHMX BUTIaAKiB, KOJU OMUCaHi ypaXeHi
OpaTu, ABOIOPiAHI OpaTU, AUCKOPAAHTHI TOMO3UTOTHI
Opatu-O6nusHOKU. [inoTe3a Mmpo ayTOCOMHO-IOMi-
HAHTHUI TUIT YCMAAKyBaHHS 3 BilJaJ€eHUMU MyTalli-
SIMUW HE 3aBXIY MOXe MOSICHUTH YCi BiloMi criocTepe-
XeHH [7, 9].

€ NBi TiMoTe3n MoXOAKEeHHSI CUHAPOMY:

1. VYci BpokeHi Baau, 1O BUSBISIOTHCS MPU LILOMY
CUHJIPOMi, - HACJiJOK OJHOrO IMEPBUHHOTO IMO-
pYLIeHHSI PO3BUTKY M€30IepMM, OCOOJIMBO 11 Ja-
TepaJIbHUX BiAUTIB, 3 IKUX (POPMYEThCI YepeBHA
CTiHKA, YPOTEHITaAJIbHUI TPaKT i mepeamixypoBa
3aJ103a, 110 BiZ0yBa€TbCs MpUOJIU3HO Ha 23-y 100y
PO3BUTKY.

2. B OCHOBi CUHIPOMY JIEXXUTh HEAOPO3BUTOK M’ SI3€BUX
BOJIOKOH B NUCTAJIbHINA YaCTWHI YypPOTE€HITAJIbHOIO
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CHUHYCa 3 BTOPUHHOIO OOCTPYKIII€I0 CEYOBUBITHUX
LIJISIXiB i PO3BUTKOM YCiX iHIIIMX CUMITOMIB [3, 5, 7].

3a cTymeHeM BaXXKOCTi BUIIISIOTH TPU KaTeropii
XBOPHUX:

Kareropisa I (HaiiBaxxya), 10 1Kol BimIHOCSTH Ia-
LIEHTIB 3 OJIrOTiIpaMHIOHOM, TillOIIA3i€l0 JIET€Hb,
KJIMIIOHOTICTIO, o0nuusim [loTTepa, BUpa>KeHUM Til-
poHehpO30M Ta TiIPOYPETEPOM, Pi3KUM 30iTbIIICHHIM
CEYOBOI0 Mixypa, aTpe3i€0 CEYOBUBITHOIO KaHaIy.

Kareropisg II (cepenHiii TMI BaXKOCTi), MallieHTH
3 TiApOHe(GPO30M, TiIpOoypeTepoOM, MEHII BUPAKEHUM
30iJBbIIIEHHSIM CEYOBOTO MiXypa, MEHIIMMU JMCIIIac-
TUYHUMU 3MiHaMU B HUpKax, oomuyus IloTTepa He
CIIOCTEPIra€eThCs, GE3MOCEPEIHBOI 3arpo3U ISl KUTTS
HEeMae, X04a iHOJIi IPUETHYETHCS YPOCENCUC.

Kareropia III (naitnermia), mist sikoi 30BHIILIHI
O3HAaKU MEHII BUpaxeHi, PYHKIIisI HUPOK He Mopyllie-
Ha, pPO3YMOBHUI PO3BUTOK XBOPUX HOpMajbHUI [1, 5,
6, 8].

KJIIHIYHUM BUITATOK. HoBoHapomxeHuit
XJIOMYMK MOCTYIUB Y KJTiHIKY 3 TPEHATaJIbHOTO LEHTPY
Ha TepILIui TeHb XUTTS 3 BE3iKOAMHIOTUYHUM IIyH-
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TOM, CJIA0KICTIO MepeaHbOI YEPEBHOI CTiHKU, JBOCTO-
POHHIM KPUMNTOPXi3MOM i JIETKUM CTYTEHEM JUXaib-
Hoi HemocTaTHOCTi. Ha 19 TuxxHi recrauii Ha Y3/1 6yJio
BCTaHOBJIEHO Meraypetep i meramuct. Ha 21 TuxHi
recrailii 0yJ10 MpoBeNeHEe BEe3iKOAMHIOTUYHE IIYHTY-
BaHH# mia Y3]l KoHTpoJsieM. JluTuHA Hapoauaach Ha
35 TuxHi BariTHOCTi Bix 37-piuHOi MaTepi 3 Baroo
2660r TpUPOIHIM ILIJISIXOM 3 TA30BUM I€peAIeKaHHIM
wiony. byno BCTaHOBIEHO BUPAXKEHWN CTYIiHb OJi-
rorigpaMHioHy. 3a mkajoto Anrap Ha 1 Ta 5 XBUIMHI
IUTUHA Oyia oliiHeHa B 7 OaniB. KoHueHTpalist Kpe-
aTUHiIHY TJa3MU cTaHoOBWIa 70 MKMOJIb/JI, KOHIEH-
Tpalisi ce4oOBUHU — 3,6 MMOJIb/JI, KOHLIEHTpallis Ha-
Tpito — 136 MMoOJIb/11 i Kautiro — 5,3 Mmouib/1. [diypes mo
BE3iKOAMHIOTMYHOMY IIYHTY CTAHOBUB 1,7 MJI/KT/TOI.
V3]l micias HapomXXeHHS MiATBePIUJIO ABOCTOPOHHIN
ypeTeporiapoHedpo3 i rirnormasito HUpoK (puc. 1), a
HapOCTaHHS MOKa3HUKIB KPEaTUHiHY, CEYOBUHU, Ka-
JIiI0 i 3HWXEHE BUIIICHHS cedi MPUPOAHIM LUISIXOM
CTaJIO TMOKa3aHHSIM IO OINEePaTUBHOTO BTPYYaHHS —
HakJIanaHHs T-MoAiOHUX ypeTepoKyTaHEOCTOM 3 000X
CTOPIH.

PHILPE MioE
FRHIDY Medicel Bystama LR

12.12.3013
13797
Ep. namscts

1133

CeuyoBUiA MiXyp 3 AUCTaNIbHUMMU
Bigpinamu ceyosoais

Puc. 1. YnbTpa3ByKoBe NOCTIIXKEHHS Ha IPYTUiA I€Hb XXUTTS IUTUHU.
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IHTpaomnepaililino OyB MiATBEPAXXEHUI IBOCTOPOHHIN ypeTeporiapoHedpo3, Tinora3is HUPOoK, Tinoriasis

CTiHOK ce4oBOJIiB (puc. 2).

Puc. 2. Cevosiz iHTpaonepaliiiiHoO.

licTosoriuHe poOCHiIXeHHS TKAaHUH 4YacTUHU
CEYOBOJiB MMOKa3aJ0 arJjasilo iX M’S30BMOTro IIapy.
Ha V3]l yepe3 TMXXIeHDb Micis oIepalii mpaBa HUp-
Ka 28x14 MM, niBa HUpKa 25x13 MM, mapeHxiMma mia-
BUIIEHHOT €XOreHHOCTi, 0e3 KOpPTUKO-MeayIasapHOi
nudepeHuiamnii «oii Hupku». IpaBuii cevyosim — 12

MM, JNiBUi — 14 MM B IMCTaJIbHUX Bimmiax, ce4oBO-
IV B HUXXHIN TpeTWHi 3BUBMCTI. B mpocBiTi Mucok
3HaxoadaThesl ApeHaxki. O0’eM cedyoBoro Mixypa —
20 M. JInHaMiKa CUPOBAaTKOBOI KOHIIEHTpaIlii Kpea-
TUHiIHY, CEYOBMHM, HATPilO i KaJilo BimobOpaxkeHa Ha
puc. 3i4.
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Puc. 3. Jlunamika cupoBaTKOBOi KOHLIEHTpALlii CEUOBUHU Ta KaJlito (MMOJIb\JI).
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Puc. 4. lnnamika cMpoBaTKOBOI KOHILIEHTpAIlil KpeaTHHIHY (MKMOJIB\JT) i HATpito (MMOJIB\T).

[TicngonepauiliHuil niypes3 3 MpaBoi i J1iBOi ypeTepOKYyTAHEOCTOMU MTPOAEMOHCTPOBAHO Ha pUC. 5.
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Puc. 5. Jlunamika aiypesy 3 mpaBoi Ta JIiBOi ypEeTEPOKYTaHEOCTOM ITiCJIsl oTiepaliii.

V micnsonepauiiitHoMy mepiofi TUTUHA OTPUMY-
Basa iH(Y3iliHY, JeTOKCUKALilHY, aHTUOAKTepialbHy
i cMMOTOMATUYHY Tepamito. JIuTUHA 3aiuiuanacsd Ha
IOTYYHIW BEHTUJIALIL JlereHb B pexkuMmi SIMV mo 2-x
MIiCSYHOTO BiKY Y 3B’5I3Ky 3 OpOHXOJIETE€HEBOIO AUCTLIA-
3i€10, MiCJIs YOTO YCIIIIHO Ae3iHTYyOOBaHa i mepeBeeHa
3 peaHiMaliifHOTO BiAAiJIeHHS Y BilAiIeHHsI MaTOJIOTil
HOBOHApOIIXKEHUX 3 AiarHo30M: Prune belly cunnpom.
JBocTOopoHHil rizpoypeTepoHedpo3. 'inoriasis Hu-
pok. T'inorutaszis ceyoBopiB. Jucmiasiss M’s3iB mepe-
JHBO1 YepEeBHOI CTiHKU. JIBOCTOPOHHIN KPUNTOPXi3M.
bponxonereneBa nucrasig. bponxomansiis. BuBux
KkyJbinoBux cyrino6is. XHH I ct. Baxkicts ctany nu-
TUHU OOYMOBJIEHA TiMOILJIA3i€I0 HUPOK, IO B CBOIO
yepry o0yMOBJIIOE€E HUPKOBY HeloCTaTHICTh. [Tomanbiina
TaKTUKa 3ajieXaTUMe Bil MOXJIMBOCTI KOMIIEHCYBATH
HUPKOBY HEJIOCTAaTHICTh 32 PAXYHOK MEPUTOHEATbHOTO
abo reMojianizy, a TaKOX MOXJIMBOCTI TpaHCIIIaHTallil
HUPOK.

OBI'OBOPEHHA. IMuranHHs BeneHHS AiTeil 3
Prune belly cunagpomMom 3anuiiaeTbcs BKpail cKiaj-
HUM, aJiKe 3aJIeXXUTh Bill MpeHaTadbHOI JAiarHOCTUKU
i3 3aCTOCYBAaHHSIM CYYaCHUX TEXHOJIOTiN (eTaabHOl
Xipyprii Ta po3pobyieHOi ehEeKTUBHOI MPOrpamMu Io-
CTHATAJIbHOTO JIIKYBaHHSI TaKUX MAIi€HTIB, 32 YMOBU
e(eKTUBHOI B3a€MO[Iil aKylIep-TiHEKOJIOTiB, T€HETU-
KiB, IUTSYUX YPOJIOTiB, (DeTaTIbHUX XipypriB.

IMoka3aHHs 40 MPOBENEHHS BE3iKOAMHIOTUYHOTO
LIYHTYyBaHHS Oyau onucaHi Jonson et al., gki po3pobu-
JIU TIpOrpamMy OOCTEXEHHSI MaTepi Ta IUIOAY, 3aBOSKU
YOMY 3TiTHO 00’ €KTUBHUX KPUTEPIiB € MOXJIUBICTb BU-
3HAYUTHU TUUIOAM 3 XOPOUIMM Ta MOTAHUM IMPOTHO30M.
3a IyMKOIO aBTOPiB, BHYTPIITHOYTPOOHA ACKOMIIPE-
cis Oyae HaubiIbII epeKTUBHOIO Ta Oyje 30iIbIIyBaTh
BUKMBAHICTh TJIONIB y BUMAJAKaxX MOBHOI iH(ppaBe3u-
KaJIbHO1 OOCTPyKIIii (KJIarlaHU 3aIHbOI YPETPU, aTpe3is
YpeTpu Ta iH.), BUPAKEHUM OJIIroriipaMHioMOM abo
3MEHIIEHUM O0’€MOM aMHIOTMYHOI PilWHU, 3 HOP-
MaJIbHUM BMiCTOM €JIEKTPOJIITiB i OIKY y ceyvi monay, a
TaKOX Y pa3i BiICYTHOCTI iHILIMX MOEAHAHUX Ta XPOMO-
COMHMX aHOMaJili, KOTPi MOXYTb BIUIMHYTU Ha KiHIIe-
BUIi pe3yabTaT. TaKuM YUHOM, OCHOBHUMMU KPUTEPis-

MM JI0 TIPOBEICHHS Be3iKOAaMHIOTUYHOTO IIIYHTYBaHHS
CJTIil BBAXXATH TSXKKY CTYMHiHb OJiroriapaMHioMy i 30e-
pexeny GyHKIiI0 HUpoK 1utony. OmHak, y KJIiHIYHIA
MpaKTULi CKJIaAHO MpeHaTalbHO BilaudepeHilitoBaTu
wronau 3 PBS Ta 3 mepBUHHUM MiXypoOBi-ceuyoBiqTHUM
pediekcoMm abo KIarmaHOM 3aIHbOI YPETPU, OCODIUBO
BpaxoBylouH, 110 PBS Moxke 6yt 6€3 00CTpyKTUBHUX
3MiH Ha piBHi ypeTpu. B Takux Bunaakax npoBeIeHHS
BE3iKOAMHIOTUYHOTO ITYHTYBAaHHS HE € BUTIPABIAHUM,
K 1e 1 monosimaroTh Walsh et al. mpo 26 Bumaikis,
KOJIY LIIYHTYBaHHS HE MaJIO JOBEJEHOTO MO3UTUBHOTO
edexTy Ha QYHKIIiI0 HUPOK MOCTHATAJIBHO [7].

TakTuka BeAeHHS 1iTell B HeOHAaTaIbHOMY MePiofi
3aJIeXKUTh Bijl KaTeropii, 10 sSIKO1 BITHOCUTbHCS MaLiEHT.
VY I kaTeropii mauieHTiB piBeHb KpeaTUHIHY MOXe OyTHU
HOpPMaJIbHUM TiCJ HApOAXKEHHS, i TOCTYIIOBO HAPOC-
TaTuMe, §K 1e i OyJa0 y Hamoro mamieHta. Axmo i
JiTU HE MOMUPAIOTh B PAHHBOMY IE€PiOJli Bill JiereHe-
BOI rinoruiasii, To B MoJajblIoMYy iX (paTaJbHUI KiHELb
00yMOBJIEHUII HUPKOBOIO HEAOCTATHICTIO. Bci apeHy-
BaJIbHI omepallii, TaKi sSiK Be3iKOCTOMU, YPETEPOCTOMMU,
HedpocToMHU, JUIIE MOJETIIYIOTh BIiATIK PO3BEAEHOT
ceui. [litu, 1o BigHocsAThes no 11 kateropii MaroTh ype-
TeporiapoHedpo3 i, K MpaBUIo, 30epexeHy (PyHKIIit0
Xxoya OM OJHIET HUPKHU, 110 IOKpAILLyE MPOTHO3 s
KUTTS. Takux gitet noTpiOHO rocmitTajiizyBaTu 10 CIie-
1iajJizoBaHUX 3aKJIaliB, AJ1s1 BUPILLIEHHS MUTAHHS IIPO-
BEIEHHSI PEKOHCTPYKTUBHUX YPOJOTIYHUX OTEpalliid.
Hitu III xaTteropii 3 XipypriuHux BTpy4yaHb MOTpeOy-
I0Th HU3BEACHHS SIEY0K Y MOIIIOHKY, YPOTIaTii MOXYTb
JIIKYBaTUCh KOHCEpBAaTUBHO. Bci AiTh moTpedyloTh pe-
TeJIbHOI MPOMINAKTUKKU iHDEKIil CeUOBUBITHUX LIS -
XOM aHTMOaKTepiaabHOI Tepamii, a TAKOX NesKi aBTO-
pU peKOMEHIYIOTh BUCiUeHHsI KpaiiHbo1 T10Ti |3, 4].
He nuBnsturice Ha Bei 3ycunist, 6im3bko y 30% xBopux
PO3BUBAETHCS XPOHIYHA HUPKOBA HENOCTATHICTh. [T
TaKUX MAlli€HTIB PEKOMEHAYEThCS TpPaHCIUIAHTALliS
HUPOK SIK €MUHUN NUISAX 3a0€3MeYeHHS] HOPMAIbHOTO
PO3BUTKY TUTHUHU.

BUCHOBKM. TakuM 4MHOM, OITMCAHUIA KITiHiY-
HUI BUIAIOK € MPUKIAnoM KiacuuHoro Prune Belly
CUHAPOMY TSKKOTO cTyreHto. Jliarno3 PBS mae BcTa-
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HOBJIIOBATUCh MpeHATaJIbHO, MONaJbllla TaKTUKa BeE-
JIEHHS BariTHOCTI Ma€ BU3HAYATUCh HA OCHOBI CTYIIEHS
nopyuieHHs (YHKII1 HUPOK Ta HAsIBHOCTI MOETHAHOT
nartoJjorii. HoBoHapomxkeHi aitu 3 PBS malots rocmi-
TaJli3yBaTUCh y CIelliajli30BaHi YCTAHOBU i MPOXOAUTHU
JIKyBaHHS Y AUTSYUX YPOJIOTiB, 110 3aliMalOThCsl Be-
JNEHHSM BPOIKEHUX Bal PO3BUTKY YPOTEHITaIbHOTO
TpakTy. He MeHIll BaXJIMBUM € acMeKT FeHEeTUYHOTO
KOHCYJbTYBaHHsSI 0aThKiB, 10J0 MPOTHO3iB Ta BUXU-
BaHoOCTi niteit 3 Prune Belly cuHnpoMom Ta mnoka3aHb
IJIsl TIepepMBaHHS BariTHOCTi. BariTHi XiHKM MaloTh
MPOXOIUTHU PETyJsipHE aHTeHATajlbHE OOCTEXEHHS, Y
pas3i BUSBJIEHHS BajJ PO3BUTKY CEYOCTATEBOI CUCTEMU
TUIOAY, XiHKY MaloTh KOHCYJbTYyBaTU TFeHETUKHU, de-
TaJIbHi Xipypru, IUTSAYi YPOJIOTH.
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