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AxtyanbHocTh. Cunapom kopotkod kuinku (CKK) ocraetcst ogHON M3 CllOKHEHIINX,
HEOJTHO3HAYHBIX W HE PEIICHHBIX 0 KOHIIA MPoOJieM MeauaTpun. DTO OJTHA U3 OCHOBHBIX MPUYHMH
pa3Butus kumedHoi HegocratouHocTd (KH), xoTopast xapakTepusyercs y AeTel TSKelbIM Tede-
HUEM W BBICOKOH JIETATBHOCTHI0. MHOTOUMCICHHBIE MCCIECIOBAHUS TOBOPAT 00 3¢ dekTnuBHOCTH
XUPYPru4ecKOl PEeKOHCTPYKIIMU TOHKOW KUIIKHU NPU JIEYEHUN CUHAPOMA KOPOTKOM KUIIKHU, OJHAKO
HE BCEr/1a TEXHUYECKU BO3MOXKHO ITPOBECTU TAKOT'O poAa ONEpaluy y HOBOPOXKIECHHBIX, B TOM YK C-
Jie MaJIOBECHBIX, JIeTei, 0COOCHHO MPH CUHAPOME YIbTPAKOPOTKON KUIIKH. DTO TpedyeT mpoBese-
HUS JUIUTENBHOrO MoJHOro napentepaibHoro nutanus (I1I1). OgHako, mpoBeneHNe AJTUTEIHHOTO
[1I1 moxeT UMeTh psif OCIHOKHEHUMN, B TOM YUCJE U MPUBOASALIMX K JIETaIbHOMY Mcxony. M3 sToro
clenyer, 4to Tpedyercs najbpHelee yriayOjJeHHOe U3yYeHUEe BO3MOXKHO Oosee paHHEeW Xupypru-
yeckoit koppekuuun CKK, a Taxxe BO3MOXHOCTH NpOBEAEHUS NMPOGUIAKTUKU OCIOKHEHUH Mpo-
JIOHTMPOBAHHOI'O NAPEHTEPAIILHOTO MUTAHHUS.

Heab: onucanue kmuauueckoro ciydas CKK, morpeboBaBiiero npoBeneHus ATUTEILHOTO
MOJTHOTO MAPEHTEPAIbHOr 0 MUTAHUs y alueHTa ¢ 6one3npio [ upimpyHra.

Marepuaisl 4 MeToabl. Onncanue knunHUYeckoro cinydass CKK, morpeboBaBmiero mpose-
neHust nutenbHoro nosHoro I1IT y peGenka ¢ GonesHbio [ upmmpyHra, HaXOAUBILEr0Csl HA CTallU-
OHAPHOM JICUCHUU B YUPEKICHUU 3APABOOXPAHEHUS «3 -1 TOPOJCKas JeTCKasi KIMHUYECKass 00JIb-
HULIA.

Pesyabrarsl U 06cyxaenue. [lanuenTka b. — peObeHOK OT MPEKAEBPEMEHHBIX POAOB MMyTEM
KecapeBa ceueHHs B cpoke 36 Hemenb. Ha 19 cyTku )KHU3HU ¢ MpU3HAKAMM KUIIEYHON HEMPOXOIH-
MOCTH PEOCHOK MepeBeIeH B XUPYPruIeCcKUil CTaloHap. BeISBICHBI MPU3HAKN TOTAIBHON (OpMBI
6one3nu ['mpmmpyHra. YuuteiBas 00beM MOPaKCHHs KUIICUHHUKA, HEOJATONPHUSATHBIN MPOrHO3 B
OTHOIIEHUU BOCCTAaHOBJICHHS (DYHKIMHA KUIIECYHHWKA, TPYNIY pUCKa MO MPOJIOHTUPOBAHHOMY Tia-
pEHTEpaJIbHOMY TMUTAHUIO U YCYTyOJICHUIO TSHKECTH OCKOBO-IHEPreTUYECKON HEAOCTaTOYHOCTH
(bOH), HebnaronpusTHEIN MPOrHO3 B OTHOIIICHHUH KH3HU Ha OMIKaWIMiA Toj, peOSHOK OBLT mepe-
BEJICH B TPYyNIy Na/NIMaTUBHOW moMoIIu. B nporecce nedenus: pebeHoK moaydal SHTepaibHOE MH-
TaHUE B peKUME TPOPUUIECKON MOIICPKKH, C 9 MecsleB, B BULY MIPOrPECCUBHOIO YXYALIEHUS CO-
crosiHus — rojof. [lomyuana monnaoe 1111 ¢ 3 MecsaneB moa KOHTposieM OMOXUMHUYECKHX TOKa3aTe-
neii. [To qaHHBIM OOBEKTUBHOTO OCMOTpa B TMHAMUKE HaOmoieHus npeodiaganu cumntoMbl bOH,
¢ 7 Mecs1eB KU3HU MPOSIBUIIACH T€ATOCILNIEHOMErallus ¢ MpU3HaKaMu runepciiennsma. Cocros-
HUE peOeHKa MPOrPECCUBHO YXYAIIAIOCHh 32 CUET MPOSBICHUIN MOJMOPraHHON HEIOCTATOYHOCTH:
KHUIIEYHOW, MMEYEHOUYHOM, MOYEYHOM, CEpACYHO-IErOYHOM, MPOSBICHUI OTEKa JIETKUX, CUHIpOMaA
JTMCCEMUHUPOBAHHOTO BHYTPHUCOCYAMCTOTO CBEPTHIBAHUA. Y XYAIIAJIUCH JIa0OpAaTOPHBIE MOKa3aTe-
JIM: HapacTaJ HUTOIUTHYECKUI, aHEMUYECKHI, TPOMOOIIUTONCHUYECKUH CHHIIPOMBI, YBEIMYUBAJICS
ypOBEHb MOYEBHHBI, HapacTaja MpoTeuHypus, rematypusi. B 9 mecsueB 15 nueit Hacrynuia 6uo-
joruyeckas cMepthb. [lanrenTka nmocTossHHO HaXOAMIACh HA CTAllMOHAPHOM JIEYEeHUH, Ha aMOyJia-
TOPHBIN 3TaN HE BBIIUCHIBAIACH.

BoiBoabl. OHA U3 OCHOBHBIX MPUYUH HEOOXOJUMOCTH MPOBEACHUS JIUTEIBHOTO TTOJHOT O
[T — CKK. IIpoanennoe I1I1 MoxxeT UMETh psii OCIONKHEHUM, B TOM YUCIIE ABJISIOUIMXCS TPUYH-
HOM JIETalIbHOTO MCX0Ja. DTO TpedyeT TIATENbHOIO JNaJIbHEHUIIEro M3yuyeHUs METOJOB JIeUEHUS
CKK, B TOM uuncie y HEIOHOIIEHHBIX U MaJIOBECHBIX HOBOPOXKICHHBIX JETel, BO3MOXKHO, Oolee
paHHEW XUpypruyeckoi pekoHcTpykimu ToHkoW kummku npu CKK, a Takxe mpoemeHus npodu-
JIAKTUKHU OCIOXKHEHUN nposionruposanHoro [1I1.
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