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Beenenne

Cungpom Prune-belly (PBS) - »53T0 BpoXIeHHBII TIOPOK pa3BHTHA,
XapaKTEepU3YIOIIeHCs TpHaJAOW CHUMIITOMOB, BKJIIOYAET MOJHYI WM YaCTUUYHYIO
aryia3vio0 MBI TEepeHe OpPIOIIHON CTEHKH, ABYCTOPOHHHUM KPUIITOPXHU3M H
aHoOMaJauu Mo4YeBbIBOIsAIIMX TyTel [6]. Kimaccuyeckass Tpuama ObIBaeT cBsi3aHa C
JIPYTUMU NMOPOKaMHU: ONOpHO-ABUTraTeapHoro annapara (50%); kapauonatuu (10%) u
nuieBaputenbHoro tpakta (30%) [4]. DTo BpoxkeHHass aHOMAaIHs, KOTOpasi OObIYHO
HacTynaeT BO BTOPOW UETBEPTH OEPEMEHHOCTH W CBsi3aHA C HEJOHOILIECHHOCTHIO B
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43% cnyudaeB. lIporHo3 oueHb HeompeaeneHHbId. KpoMe TOro, OudeHb Ba)XHO
MPOBEJICHUE CBOEBPEMEHHBIX CKPUHUHTOB BO BpeMs OEpPEMEHHOCTU ISl paHHEH
JUArHOCTUKH U YCTICITHOCTH MOCIEAYIOMIETO MEANIIMHCKOTO BeaeHUS [2].

Figre 1. HOBOpO)KI[éHHBII;/'I. C CPIﬁ,Z[pOOM ruhe—be'lly
Source:https://www.cancertherapyadvisor.com/home/decision-support-in-
medicine/pediatrics/prune-belly-syndrome/

OTOT CHUHIPOM U3BECTEH TEM, YTO UMEET CKIOHHOCTh BOSHUKATH y MJIAJICHIICB
MYXCKOTO TIOJIa M BCTpPEYAeTCsl PEaKo y JHMIl keHckoro mona (3-5%), ¢ Gomee
BBICOKOM YaCTOTOW BCTPEYAEMOCTH Y YEPHOKOKHUX, YEM y O€JIbIX, ¥ MPU JBYILIIOIHBIX
OEpEeMEHHOCTSX, MPU KOTOPBIX PUCK BO3pAacTaeT B YEThIpe pasza. 3a00JieBaeMOCTb
3TuM cuHapoMoM coctapisieT 1 Ha 50 000 >xuBopoxkaeHuit. Mosoabsie MaTepy yailie
HMMEIOT JIeTEel C 3TUM CUHAPOMOM, U, KaK U3BECTHO, TSKECTh MOYEYHOMN TUCIUIa3UuU U
JIETOYHOM TUTIOIIA3UH OTPEAEIsIeT )KU3HECTIOCOOHOCTD 1oaa [5].

Y PBS ner ompeneneHHONW ATHONOTHH, HO OBUTM OOCYXKIECHBI JBE TEOPHH,
Teopuss OOCTPYKTHUBHOTO U Me3ojaepManbHOr0 nedekta. OOCTpyKTUBHAS TeOpus
npeayiaraeT 0OCTPYKIIMI0O MOUYEUCITYCKATEeNIbHOTO KaHala W / WM MOYETOYHUKA KaK
HUCTOYHUK CHUHJpOMA. DTO MPEMATCTBUE MPUBEAET K TOMY, YTO y IJI0JIa BOSHUKHET
JWIAaTalisg MOYEBBIBOASIINX IMyTEH, YTO NPHUBOJUT K PACTSHKCHHUIO OpPIONTHOM
CTCHKH, HAPYIICHUIO €€ MPaBUIHLHOTO 00pa30BaHus U MPEAOTBPAIICHUIO OITyCKaHUS
audek. Teopus Me3onepMaiIbHOrO nedexTa NPUMHUCHIBACT CHUHAPOM JehEeKTy
UMITIAaHTAIIMU ME30JIEPMBbI B TEUCHUE TPETheH Heaenn 0epeMEHHOCTH, TaK KakK dTOT
JUCTOK OTBeYaeT 3a (OPMHPOBAHWUE MBI TEpeaHel OpIONIHONW CTEHKH,
dhopMupoBaHUE IMOYEK ¥ MOYCBBIBOISIIMX ITyTeH [1].

Takke BBIACISIOT TEHETUYECKYIO TEOPHIO pa3BUTHS JAHHOTO CHUHIpOMA.
[Torepst MmeTunupoBanus B JIokyce 6q24 Oblia 0OHapyKeHa y OJHOTO U3 OJIM3HEIOB C
curapomomM Prune-belly, nanHoii marosorun y Ipyrux 4ieHOB CEMBH U Y 3JI0POBOTO
MOHO3UTOTHOTO Onu3Hema He ObLI0. DTOT (PaKT MO3BOJAET CBA3aTh CHHAPOM C
MATEPUHCKAM CHHIAPOMOM THIIOMETHIIMpOBaHus [5].
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Kimanueckass kapTMHa XapaKTepU3yeTCS PBIXJIOM M MOPIIMHUCTOM KOXKEU
OpIOIIHON CTEHKH, KOTOpas IMO3BOJISIET BU3YAIM3UPOBATH MEPUCTATBTUKY U JETacT
BO3MOYXHOU MAJTBITAIMIO BHYTPUOPIONTHBIX U 3a0PIOMMHHBIX CTPYKTYp. UTO Kacaercs
MMOPOKOB Pa3BUTHUS MOYCBBIBOAAIIUX TYyTEH, TO B pE3yJbTare JIUCTAITBHOU
O0OCTPYKIIMU OOBIYHO HAOJIOJAETCS YBEJIMUYEHUE MOYEBOrO MY3bIPs, UTO MPUBOJUT K
JIBYCTOPOHHEW JWJIATAIlMd W HW3BUJIMCTOCTH MOYETOYHHUKOB, PEOCHOK pPOXKIAETCS C
JIBYCTOPOHHHUM pPe(IICKCUPYIONIUM WM CTEHO3UPYIOIIUM ypeTeporuapoHEePPO30M.
Kpunropxusm, mo-BuIuMOMYy, IPUCYTCTBYET BO BCeX cirydasx cuHapoma Prune-belly
[3].

B PBS accoumanusi ¢ mopokaMu pa3BUTUA IJI0J1a siBIsieTcs: oObuHOM. bonee
30% mnanueHTOB UMEIOT MPOOJEeMbl C KEIyJOUYHO-KUIIIECYHBIM TPAKTOM, TaKHUE KakK
MaJbpOTaIlusl, CTEHO3 TOHKON KHIIIKH, TACTPOIIM3UC U Heep()OPUPOBaHHBIN aHyC. A
Takoke aHomasmu cepama (10%), opromeawueckue MmpoOEeMbl, 3aJepKKa pocTa H
TEPMHUHAJIbHAS CTAJIUS IOYCUYHON HEJTOCTATOYHOCTH.

Pannsst quarHoctuka PBS mpoBoauTCcs ¢ OMOIIBIO yabTpacoHOrpaduu, mpu
KOTOPOH MOXKHO ONPEICTUTh MEralucTuC (pacTIHYThIH MOYEBOW ITy3bIpb) H
TUIIEPIXOTE€HHOCTh TOYEK [5].

Yro kacaeTcss JICYCHHUS, €CTh MHOI'O BapUaHTOB, B 3aBHCHMOCTH OT
KJIMHUYECKOTO COCTOSIHUA. OTOT BOMPOC TO-TIPEKHEMY OCTA€TCS  CIOPHBIM.
OcCHOBHOM 1ebI0 JIIOOOTO JIEYEHUsS SIBISIETCS COXpaHeHHe (YHKIUU Moyek. B
HEKOTOPBIX 00Jiee paHHUX JINTEPATYPHBIX UCTOUHUKAX PEKOMEHAYETCS «BBDKHIIATH)
HocJie Cepbe3HOM KOPPEKIMOHHOW omepanuu. pyrue, Oojiee HenaBHHUE, CUUTAIOT
NEPBOCTENIEHHYIO CTAa0MIM3AlMI0 BEPXHUX MOYEBBIX IyTeill Oosee Oe30MacHbIM
CIocOoOOM, YeM YPETepOIIMCTEHOCTOMHUSA WM a0JOMUHOIUIACTUKA, YTO MOXKET
NPUHECTH K 3HAYUTENbHBIM pHUCKaM sl peOeHka. CylecTBYIOT ciyyau, KOrjaa
TpeOyeTcsi omepanus Mo MOBOAY OOCTPYKIIMU WJIM TpaHCIUIaHTanuu mnovku. [locrie
9TOTO JJIsl KXK/ITO MAlMeHTa BBICTPANBACTCS MHIUBHIyaabHast TakTHKA [6].

Heab uccienoBaHusi — YCTAaHOBUTH CBSI3b MEXKAY PEIKHUM COCTOSHHEM Y
aereit, cuaapomom Prune-belly u ocroskHeHUSIMH, CBA3aHHBIMU C ITHM.

MartepuaJjibl 1 METOAbI HCCJIeJ0BAHUS

Jlyist aTOTO Ciydasi MCMOJIB30BAJICS aHAIW3 MEIUIIMHCKOW KapThl MAIlUCHTA, a
TaK)Ke TMOCEIICHHs TeANATPUIECKOTO OTHAENEHUs U ocMOTp maruenta. Jis o630pa
JaUTepaTyphl OBUIM HMCIIOJIB30BaHbI CTaThH, Kacarommecs cuHapoma Prune-belly, ero
STUOJIOTUH, KIIMHUKH, TUATHOCTUKY U JIeYeHHs. 3a mociaeaaue 7 JeT ObUIo HaleHo 6
crare, B3AThIX U3 0a3 gqanaex Scielo u Pubmed.

Pe3yabTaThl HCCIEA0BAHUA U UX 00CYKICHUE

Ucropuss Oone3nu. J.S.C., Myxkckoil mnon, poauics Ha 37 Henene
OepeMeHHOCTH ITyTéM KecapeBa ceueHus. Pedbenok Becw 3075 r nmpu poxaeHun. OH
MMeEJl aria3uio MBI NepeaHed OpIOIIHONW CTEHKH, IBYCTOPOHHUN KPUITOPXHU3M,
JIBYCTOPOHHMI THAPOHE(DPO3 U MOAO3PEHUE HA 3aHUN YpPEeTpalbHBIA KiIamaH, OJAHY
MyTMOYHYI0 apTepuro, WHOEKINI0 MOYEBBIBOMSINNUX IMyTeH W 3a00JeBaHUE TMOYECK.
[Ipenmonaraemslii quarHo3 o1 cuHapoM Prune-belly. On Haxoguics B OTACICHHH
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MHTEHCUBHON Tepanuu HOBOPOXKICHHBIX B TeueHUe 28 JHEH, mocjae 4Yero Obul
MIEPEBENICH B OTACICHUE NHTEHCUBHOM TEPAIIUU JJIs IETEH.

[Ipy mocTymiieHHH B OT/AEJICHWE MHTEHCUBHOM Tepanuu JUisl JAeTeid emy ObLI
MOCTAaBJICH JMarHo3: 3a0osieBaHue mouek, cuuapom Prune-belly, nBycroponHwmii
KPUNITOPXU3M, TUApOoHEPPO3, HUHPEKIUs OJHONW  MYNMOYHOM  apTepuu W
MoueBbIBOAIMX myTed. [lomydan aHTuOMOTHK BHyTpuBeHHO (uedanekcuna). Ha
YETBEPTHIM JIeHb TOCIUTAIM3AIMA OH HAXOJWJICS BHE KyBe3a, akKTUBHO OpaJl Tpy/b,
nojiyyajd aHTUOMOTUKOTEpANUI0 MO IMOBOJAY MUYpUu U Tremarypur. Ha 6-i neHb
TOCIIUTAIU3ALMU OH HYXJAJICAd B UCKYCCTBEHHOW BEHTWISAIMU JIETKUX U BBEICHUU
AHTUOMOTHUKOB.

Uepes wmecanm W jaecsaTh JHEHM KM3HM  Oblla  clellaHa  TaxoBas
yIbTpacoHoOrpadus, KoTopas ToKazajsa Mop(oJorHuecKkoe H3MEHEHUE MBIIIII]
OpIOITHOM CTEHKH, MOJTBEpKJast AuarHo3 cuuiapoma Prune-belly. Kpome Toro, on
MOKa3aJl OTCYTCTBHE SIMYEK B MOIIIOHKE, a TAaK)Ke B MaXOBOW 00JIACTH.

B ToT xe nenp Obuto mpoBeneHo Y3U MOYEBBIBOASIIMX IMyTEH, KOTOPOE
MOKa3aJi0 JWIaTallMil0 TIOYEYHOM JIOXaHKM C JBYX CTOPOH; HEIOCTaTOYHO
3allOJTHEHHBIM MOYEBOW MY3BIPh JJISl aHAIW3a; BUJIUMOE YTOJIICHUE U HEPOBHOCTHU
CTEHOK MOYEBOI0 My3bIps. bbluta 3Ha3HAYeHA KOHCYIbTaIMs Hedposora.

JlaGopaTtopHble aHaIU3bl KPOBH OBUIM MPOBENEHbI uepe3 6 JHeH >KU3HU
HOBOPOXXJIEHHOTO. B Tecte Obuia uccienoBaHa (HEHUIIKETOHYpPHUS, BPOXKIIECHHBIN
TUIIOTUPEO3, CEPHOBUIHO-KIETOYHAsi aHEMHs, MYKOBUCLHUIO03, BpOXKICHHAs
TUMepIia3us HAANOYEeYHUKOB U ngedunut OuoTuHuAasbl. Pesynbrarel  ObuIH
HOpMAaJbHBIMM IS BCeX 3a00JIeBaHMM, KpPOME BpPOXKIACHHOW THUIEPILIa3uu
HaanoyeyHukoB. [locie mepBoro pesynbrata ObLT 3alPOIIEH HOBBIM, KOTOPBIM OBLI
cobpan uepe3 7 nHel. Bropoe wucciemoBaHue Takke OBLIO ¢ OTKIOHEHUSIMH OT
HOPMAJIbHBIX 3HAYCHUM.

[Tociie 3TOro OH HaXOAMJICS B OTIECJICHUM WHTEHCUBHOM TE€paIuu s IETEU B
peXUME TOAJIEPKUBAIOIIETO JICYCHUS, 0’KHJIas OLIEHKU Hedpoiora i BO3MOXKHOU
OIEpaLUH.

IIpn npoBeieHNM CpaBHEHUS MEXIY JUTEPATYPHBIMU TAHHBIMUA U OIIMCAHHBIM
Clly4aeM, MOXXHO CKa3aTh, YTO y TalueHTa Oblla Kiaccuueckas Tpuaga oT PBS:
MOJIHAS WJTM YaCTUYHAS arljla3vsl MBI TIepeaHeil OPIONTHOM CTEHKH, BYCTOPOHHHMA
KPUNTOPXHU3M U aHOMAJIMM MOYEBBIBOISIIIUX ITYTEH.

OH BIUCHIBAaETCS B ANUAECMHUOIOTHMUYECKUN Npoduiab, OyAydu MIIaJeHIIEM
MYKCKOTO ToJja. [ eHeTHYecKkoe WCCIeJOBaHUE HE OBUIO MPOBEACHO, YTOOBI
MIPOBEPUTH, ObLIIA JIU Y HETO OTEPSI METUIIMPOBAHUS B JIOKyce 6q24.

Kmuauka cuaapoma Prune-belly B mannom citydae Obuia cxoxka ¢ TOM, 49TO
ONMCaHa B JUTEpPAType: MOPIIMHUCTAS KOXka, YTO MO3BOJWJIO BHU3YaJIM3UPOBATH
MEPUCTAIBTUKY, TBYCTOPOHHUN KPUIITOPXU3M, AWIATALNAS TIOYECTHONH COOMpATETHHOM
CHUCTEMBI, SIBHOE VYTOJIIEHUE KM HEPABHOMEPHOCTb CTEHOK MOYEBOrO IIy3bIpS,
BPOXJCHHAsl TUIIEPIUIA3Usl HAJMOYECYHHUKOB, XapaKTEPU3YIOIIYI0 MOPOKU Pa3BUTHUS
I04a.
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HecMoTpst Ha TO, 4TO CHUHAPOM HU3BECTEH KaK HEIOCTATOYHOCTH OPIOIIHON
CTCHKH, TSAXKCCTb 3a00JIeBaHUs O6YCJIOBJIeHa TSKECTBIO AUCIIIIA3UU ITOYEK U JICTKUX.
B 3TOM cnydae y manuMeHTa MMENHCh MOPOKU Pa3BUTHS MOYEK, HO y HEro He ObLIO
JIETOYHOMW JTUCTUIA3WH.

I'maBHOM 3amauell ObUIO YCTAaHOBUTH (DYHKIIMOHAJIBHYIO HEIOCTATOYHOCTH
MOYEeYHOM CHUCTCMBbI, U ITOOTOMY IICAUATPHUYCCKOC OTACICHHUEC OKa3bIBAJIO MOAACPIKKY
H O0XHAajgo, 4TO OH CMOXKECT CaMOCTOATCIBHO ABIIIATh. HaLII/IeHT TOTOBHUTCA K
OIICPATUBHOMY BMCHIATCILCTBY Ha IMOYKaXx. Toapko mocae 3TOro Bpadu MmpoaorKat
onicpanurro 1mo BOCCTAHOBJIICHHUIO 6pIOIJ_IHOI71 nojoctu. Takum 06p330M, CTa6I/IJII/13aI_[I/I$I
BEPXHUX MOYEBBIX MyTEH Mepes] ypeTepoluCTEeHOCTOMUEH Ui a0 JOMUHOIIACTUKON
ObLiIa BBITIOTHEHA, KaK YKa3aHO B JIUTEPATypE.

BuIBOaBI

Cunnpom Prune-bellysiBnsiercst penkuMm BpOXKIEHHBIM MOPOKOM Pa3BUTHS C
TPYAHBIM U IIPOTUBOPCUYUBLIM JICHCHUCM. H03TOMy BAaKHO COO6HIaTB O ClIydasax 1 O
TOM, 4YTO OBLIO CACJIaHO IJIA IMaoucHTA.

B nanHom cnyuae sieueOHBIN OJI0K ObLT IPOBEIEH PEOCHKY aHAJIOTUYHO TOMY,
YTO OMUCaHO B JjurepaType. JuarHoctuka cuniapoma Prune-belly Obina Takxke
dHAJIOTHYHA APYTUM ClydasM, OIMHCAHHBIM B JIMTCPATYPC, TOJBKO C pasjiniHuiAMH B
SIINACEMHUOJIOTNH.
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