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HaumnoHanbHbIi MEOULNHCKUI CCneqoBaTernbCKUM LEHTP
3popoBbs aeten Munsgpasa Poccnn, Mockea, Poccus

Knroyesnie criosa: 8poxX0EHHbBIE MOPOKU pa3sumus;
a30g¢hazearsibHoe fi€eKoe; fieYeHue

AxmyaneHocmy. J30(hareanbHOE NETKOEe — PEIKHN BPOXKIEHHBII
MOPOK PA3BUTHs NEPEIHEN KUILKH, XapaKTEPU3YIOIMICS HATMUUEM
COOOIIEHNUS] MEXKTy NMUIIEBOJIOM U JIBIXaTeIbHOM cucTeMol, mudde-
PEHIMANBHYIO IHArHOCTUKY KOTOPOTO Yallle BCErO MPOBOJST C U30-
JIMPOBAHHBIM TPAXEOIHIIEBOAHBIM CBHILIOM.

Onucanue knunuueckoz2o ciyuas. PeOEHOK MOCTYNNII B OTAEINe-
HHE C [I0/I03PEHHEM Ha TPaXeoIHIIeBOAHbIN cBHI. Bo3pact pebénka
IIPU TOCTYIUICHHH — 1 Mec JKM3HH, MOCTKOHIENTYa IbHBII BO3pacT
32 Hen (HeIOHOIICHHBIN peOEHOK, poxkaEH Ha 28-it Henene). [Ipu 00-
CJICJOBAHHU BBISIBIICH TOTAJIBHBIN aTeJIeKTa3 NPaBoro JIETKOro, OTCyT-
CTBHE BU3yAIM3allu IpaBoro Oponxa. [Ipu nmposenennn Gpudponaapun-
roTpaxeo0pPOHXOCKOINH BU3YyaIM3UPOBAHO OTCYTCTBHE OM(ypKauu
U IPaBoro TIaBHOTo Oponxa. [Ipn 330¢aroracTpomayoneHOCKOINH BbI-
SIBIIEHO CBHINIEBOE OTBEPCTUE B HUKHEH TpeTu nuieBoaa. [1o qaHHbIM
PEHTTEHOKOHTPACTHOTO HCCIIEJOBAHUS BEPXHHUX OT/IENIOB JKEIyI04-
HO-KHIIIEYHOTO TPAKTA: B HIKHEH TPETH MUIIEBOA BU3yaIN3UPOBaH
OpOHXO-ITMIIEBOAHBII CBUII, MMEIONIHI COOOLIEHNE C MPaBbIM JIET-
kuM. TakuMm 00pa3om, y peOEHKa ObLT MOATBEPKIEH AUArHO3 930(]a-
reanbHOro Jaérkoro crpasa, tui Il mo knaccudukanuu Srikanth. Bei-
IIOJTHEHA TOPAKOTOMHasI ITyJIbMOHIKTOMHS CIIpaBa, IepeBsi3ka OpoH-
XOMMILEBOAHOTO CBUIIA, YIIMBaHHE AedeKTa nuieBona. Y pedéHka
TAKKE BBISBIICH JKEITyI0YHO-TTNIIEBOIHBIN PEe(IIIOKC BEICOKOIT CTere-
HH, OMHOMOMEHTHO BBINOJIHEHBI TacTpodyHaomirkanus no Hucce-
Hy, ractpoctomus o Kaznepy. [Ipu peBusun opraHoB OprolIHoH 1o-
JIOCTH BH3yaJIM3UPOBaH TOTAIBHEIN CIIACUHBIH IpoIecc, He3aBepIIEH-
HBIM IOBOPOT KUILIEUHUKA, JUBEPTUKYJI TOHKON KUILKH. BBIOIHEHBI
a/Ire3MOJIM3HUC, PE3SKINSI PACIINPEHHOTO YIACTKa KHIIIKH, HAIOKSHHE
ME)XKHIIEYHOTO aHacToMo3a. Ha ¢one nedenns y pebEHka ¢ MHOXKe-
CTBEHHBIMH BPOKIEHHBIMH ITOPOKAMH PAa3BUTHS COCTOSTHHE C IOJI0-
KHUTETBHON THHAMUKOH B BUJE CHIDKEHHS ITAPAMETPOB UCKYCCTBEH-

HOﬁ BCHTWISILIUU J'[éFKI/lX, BOCCTAaHOBJICHHS I1acCaa I10 Kl/lLLIe‘lHI/IKy
M SHTEPAIFHOTO MUTaHKs B BO3PACTHOM 00BEME Yepe3 TacTpOCTOMY,
OTCYTCTBHSI SIIU300B CyAOPOT Ha (pOHE Tepariu, KylupOBaHHs MeTa-
0OIIYECKUX HAPYIICHHUH, YMCHBIICHUS aKTHBHOCTH MapKEpOB BOCIIA-
neHus. PeOEHOK U1 JalIbHENIIErO JUIMTEIBHOIO BhIXaKUBAHUSA ObLII
nepeBeIEH B CTAI[MOHAP M0 MECTY KHUTEIbCTBA.

3axarouenue. OCHOBHAS 3a/1a4a ONIEPATUBHOTO JICYCHUS TIPH IaH-
HOM TTOPOKE Pa3BUTHSI — pPa3JelIeHHe CYLIeCTBYIOLIEro cooorie-
HUSL MKy THIIEBOJIOM H OPOHXHAIBHBIM JEPEBOM C IOCIEIYIO-
el T0O3KTOMHEH WIH ITyAbMOHIKTOMUEH 330(areaqbHOro JIETKOTo.
JlaHHBIN KIMHUYECKUH PUMEpP YHUKAJIEH U ITOKA3bIBAET, YTO JICUEHHE
XUPYPTrUUECKUX MAUEHTOB C MHOKECTBEHHBIMH BPOXKIAEHHBIMHU I10-
pOKaMHu pa3BUTHS TPeOyeT MYIBTHIUCIUILTHHAPHOTO MOAX0aa. Y YH-
TBIBas CIIOXKHYIO U PEepeHIINATbHYIO THarHOCTUKY M BBICOKUH TIPO-
LICHT JICTAJIbHBIX HCXO/I0B, HEOOXOMMa CHCTEMAaTHU3aIMsl JaHHBIX 10
330(areaIbHOMY JETKOMY JUTS Pa3pabOTKH YETKOTO allrTOpUT™Ma JTHa-
THOCTHKH MOPOKA, & TAK)KE aHATOMUYECKON KITaCCU(PUKALINHN IS OTIpe-
JICJICHUS] TAKTUKK BEJICHUS U JICUCHUS TaKUX MalMCHTOB.



