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Axmyanvrocms. CHHAPOM carBOBOTO %)1BOTa (Prune belly syn-
drome; PBS) — penkoe BpoxxaéHHOE 3a00JI€BaHIE, XapAKTEPU3YIO-
IIeecst OTCYTCTBHEM MBIIII] TIepeiHel OPIOMIHON CTEHKH, MOPOKaMH
Pa3BUTHS MOYEBBIBOASAIINX IyTeH, ABYCTOPOHHUM KPUITOPXU3MOM.
UHacrora Berpeuaemoctu — 3,8 ciryuast Ha 100 000 HOBOpOXKIEHHBIX.
[ammenTts! ¢ PBS ywacto cBs3aHBI ¢ TEPMUHATIBHOM CTauel moved-
HOM HEJIOCTaTOYHOCTH, AUAJIM30M H TpaHCIUIaHTanuel nodek. Oqna-
KO HE MCKITI0YAeTCst BO3BMOXKHOCTD BeleHHs fereii ¢ PBS 6e3 mcnons-
30BaHMs JTUATU3HBIX IPOLEAYD.

Onucanyue KJIMHHYECKOrO ciay4asi. Mansuuk, 1 rox, BTopoit u3
nBoitu. J{uarnos PBS Obu1 mocraBnen npeHaranbHo Ha 13-i Hene-
ne recrauuy. Pogopaspemenue Ha 35-i1 Henene. Ilpu poxxaeHun Bbl-
SIBIEHO YMEHBIIIEHNE Pa3MePOB TPyAHOI KIETKH, ApAOIOCTh Hepes-
Hell OPIOIIHOW CTEHKH C MepepacTsIHyTOH Kokel (KHBOT «prune bel-
ly»), nBycTopoHHHMIT KpunTopxu3Mm. Ha 2-e cyTkn *Ku3HH — aHypus,
OTXO0XJIEHHE MOUYH TOJIBKO T10C/IE YCTAHOBKH YPETPanbHOTO KaTeTepa.
ITpupocTt moxazareneit MoueBUHEI — 13,6 MMOJB/JI, KpeaTHHIHA —
240,71 mxmoib/a. C 11ebi0 BO3MOKHON 3aMECTUTEIILHOM IMOUYEeYHOM
tepanun (3I1T) u Xupypruueckoro jedeHus peOEHOK ObLT MepeBeaéH
B OT/ICJIEHNE PeaHNMAalliy ¥ HHTEHCUBHOH Teparmu. [Ipn obcnenosa-
HUH BBISABJICHBI BpO)K)léHHbIe TMOPOKHU pa3sBUTHUSA IOUYCK U MOYCBBIICIIN-
TEIIBHON CHCTEMBI: METAIUCTHUC, IBYCTOPOHHUI Merayperep, OTCyT-
CTBHE KOPTUKOMEIY/UIAPHON 11 PEpeHIIMPOBKH JIEBOH MOYKHU, KUCTBI
IpaBoi MOYKH, He3apalleHue ypaxyca. HopmanbHble okasarein Tu-
JpaTalliy U Kaius B KpOBU criocobcTBoBaiu Bozzaepxkanuto ot 3I1T.
OpnHako Ha 6-€ CYTKH XKM3HH MOSIBUIICH NPU3HAKU OOCTPYKIIUH MO-
YEBBIX ITyTeH, OBUIO MPOBEIECHO ONEPATHBHOE APEHUPOBAHHUE JIEBOTO
Y IIPaBOr0 MOYETOYHHKOB. B MHamMuKe 1o kaTeTepam Moda OTXOHIA
ToNBKO ciieBa. [loce onepanum ypeTpokyTaHeocToMun Ha 13-e cyT-
K1 KU3HN BOCCTAHOBIIEHO a/IEKBAaTHOE OTBeAeHHE Mouu. [laHHOE pe-
IIeHUEe ObLIO MPOTHOCTHYECKH 3HAYMMBIM, T.K. IIPH JAJIbHEHIIIEM HC-
CIIEZIOBAHHM YPOBHS MOUEBHHBI I KPEATHHIHA OTMEUEHO HX I0CTOBEP-
HOE CHIDKeHue. B nanbHeiiem ped&Hka Benu koHcepBatuBHO. Uepes
1 Mec xu3HU peOEHOK HKCTyONpOBaH, yepe3 75 aHel BBIMCAH U3 CTa-
1oHapa. Pe6EHOK B mepBOM IOy JKM3HH OBLIT IBAX/IbI TOCIUTATN3H-
poBaH 110 1oBoxy nuenonedpura. Ha HacTosmmit MOMEHT OTCTaET B
(U3UIeCcKOM, ICUXOMOTOPHOM Pa3BUTHH, SIBISETCS KaHAUAATOM UL
TPAHCIUIAaHTALUH ITOYKH.

3aknouenue. Jlersam ¢ BITP MoueBbLI€NINTENBHOM CUCTEMBI U pa3-
BUTHEM TIOYCYHON HEIOCTATOYHOCTH HE BCerna TpedyeTcst IpoBeie-
HHE JIMaJIN3a IpU 00eCIIeueHNH aJIeKBAaTHOTO OTTOKA MOYH, YTO U ObI-
JI0 IPOJIEMOHCTPUPOBaHO y pebénka ¢ PBS.



