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CUHOPOM NCEBAOO-BAPTTEPA Y TPYOHOIO
PEBEHKA C MYKOBUCLMOO30M

KysHeuos C.B., lN'yceBa T.A.
HayuHbi pykoBoguTens: goueHT A.1O. LLlyTkoBa

MpuvBOMKCKUI NccregoBaTeNbCKUN MEANLIMHCKUI
yHuepcuteT Munsgpasa Poccumn, HukHuin Hosropoa, Poccus

KnroueBble cnoBa: kiiuHu4Yeckul criydal; Mykosucyudos;
pebéHok; cuHOpom ncesdo-bapmmepa; HeoOHamarsnbHbIU
CKPUHUH2; Mymauusi

AxTyaiabHocTh. Cunzipom ncesno-baprrepa (CIIb) — onno
W3 KIMHUYECKUX HposiBIeHUH MykoBucuuaosa (MB), oOycios-
JIEHHOE HapyIIeHHEM pabOThl XJIOPHOTO KaHalIa ¢ pa3BUTHEM TH-
MTOKaJIMEeMIYeCcKoro MeTabonnyeckoro ajnkanosa. Yacrora CIIb
y 6onbHBIX MB cocraBnser 6-16%. [le6ror MB ¢ CBII otmeua-
ercs MeHee ueM y 5% 6omnbHbIX. CIIb B 80% cityyaeB Bo3HHKa-
eT Ha 1-M rojy >KU3HH U MOXKET CIIY)KUTh €IUHCTBEHHBIM ITPOSIB-
JeHrneM 3a00J1eBaHusl.

Onucanue knunuuecxozo cayuas. Mamsauk K., 7 mec, ot 1-it
OepeMeHHOCTH Ha (JOHE IreCTallMOHHOTO caXxapHOoTro auadera
U apTepUaIbHON THIEPTeH3UH, 1-X CpouHBIX ponoB. Heonaranb-
Has runeprpuncunorenemus (201 ur/miu, perect — 120 Hr/mi)
B COYETAHUH C TOJIOKHUTEIBHOM MMOTOBOM Mpo0Oii (XJIOPHIBI 110-
ta 108 MMous/; anmapat «Nanoduct») MO3BOJIIIIH 3aII0X03PHUTh
y pe6éuka MB. JI€rounble ¥ KUIICYHBIC CUMIITOMBI Y MaJIbuH-
Ka OTCYTCTBOBaJIH. B Bo3pacTe 5 Mec BlepBble KIMHUKA B BU-
Jie MHOTOKPATHOHM PBOTBI, XKUKOTO CTYJIa, BAIOCTH, COHJIMBOCTH,
OTKa3a OT eibl. B Tsk€noM COCTOSHUM ¢ KIIMHUKOW BBIPA’KEHHO-
IO TOKCUKO3a 1 SKCUKO03a peOEHOK T'OCIUTAIU3UPOBAH € I1003pe-
HUEM Ha KulieuyHyro uH}pekuuto. [IoBTOpHbINA aHaIOTHYHBIN 31TH-
3071 B Bo3pacte 7 Mec. [Ipu 3KCTpeHHO# rocuTaI3aliuy COCTO-
siHUE TSDKENOEe, HU3Koe (PU3UUecKoe pa3BuThe: Macca Tena 6990 r
(Z-score —2), aquHamMusi, HA OCMOTP PEaKLUH HET, CyXOCTh, OJe-
HOCTb KOXKHBIX TOKPOBOB. IIepKyTOpHO 3BYK HaJ JETKUMM SICHBIN
JETOYHBIH, IBIXaHHE ITy3PUIBHOE, YACTOTA JABIXaHUs 28 B MUHYTY.
Tonbl cepana purMuanbIe, myibe 130 yu/mun, SaO, 74%. B 6no-
XUMHH KpOBU: rumnokanmueMus (1,8 MMOJIb/), THIIOHATPUEMHS
(114 mmomnb/n), runoxiopemust (68 Mmosb/n). KucnotHo-1enod-
Hoe cocTosiHue kpoBu: pH 7,52, 6ukapOonar 28,6 mmons/n. Ha ¢o-
He MH(Y3HOHHOH Tepariy ITI0K030-COJIEBBIMU PACTBOPAMH C JI0-
tanueid KCl u aHTHOMOTHKOTEpAITuy MPOU301ILIa HOPMaJIU3aIHs
COCTOSIHUSI, IBUTATENIbHON aKTMBHOCTH M IOKa3aTesei AeKTpo-
nutHOTO oOMeHa. [Ipubaska B Bece coctamia 1200 r. C yuérom
OTKJIOHEHHI B HEOHATaJIbHOM CKPHHHHTE, KITMHUKHU THKENBIX dIIeK-
TPOJUTHBIX HAPYIICHUH, peOEHKY NPOBEEH MOMCK MyTalllii B Te-
He CFTR MeToZ0M MacCOBOTO MapalIeIbHOTO CEKBEHHUPOBAHMSL:
BbIsBJIEHBI 2 MyTanuu: ¢.3140-11A>G u ¢.3929G>A (p.Trp1310%)
B KOMITayH/I-T€TEPO3UTOTHOM COCTOSIHUH, OITUCAHHBIE Y OOIBHBIX
MB kak BepOSTHO MaTOTCHHBIE.

3akaiouenue. [IpencraBnena tunuunas knuauka CIIb
y rpyaHoro pe6énka ¢ MB. OTcyTcTBHE KUIIEUHBIX M JIETOYHBIX
cuMnToMoB MB npuBeno k BEIOOpY HEBEPHON TaKTHUKH BEACHUS
OOJIBHOTO U Pa3BUTHIO JKU3HEYTPOXKAIOUIMX AEKTPOJIUTHBIX Ha-
PYLICHUH.
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