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HaunoHanbHbI MEOUUVHCKMIA UCCNenoBaTeNbCKUA LIEHTP
3nopoBbsa aetert Munsgpasa Poceun, Mocksa, Poccus

Knroveenie cnoea: demu; ornepamugHoe rieqyeHue;
3HMepocmoma; Mykoeucyudo3

Axmyansnocms. MEKOHNEBBIN UJIEyC — KUIIIEUHAS! HEMPOXO-
JMMOCTb, BBI3BaHHAsI OOCTPYKIMEll TepPMUHATIBHOTO OTAENA OJ-
B3JIOIIHOM KUILIKU I'YCTBIM U BI3KUM MeKOHHeM. 3aboreBaHue pas-
BuBaercs y 20% 6onbHbIX MykoBHCcIMA030M (MB) 1 sBisieTcs ero
CaMbIM paHHUM KIWHHYECKAM MPOSIBICHHEM.

Llens pabomwi: TpoaHATU3NPOBATE PE3YIABTATH XUPYPrHYe-
CKOro JIe4eHus nanueHTos ¢ MB.

Mamepuanvt u memoowt. IlponeueHo 16 GOJIBHBIX C TeHe-
TUYECKH NOATBEPXKAEHHBIM nuarHo3zoM MB. Ilokazanuem k ro-
CHHUTAIM3ALUU B XUPYPTrHUECKUIl CTallMOHAp ABJSIOCH HAJIUYHE
9HTEPOCTOMBI. DHTEPOCTOMBI BBIBEIICHBI B CTALIMOHAPAX IO Me-
CTY KHTEJILCTBA 10 MOBOAY MEPEHECEHHOTO MEKOHUEBOTO HIle-
yca. Y 4 OOJIBHBIX paHee MpeaNpUHUMAINCh Oe3yCIIeIIHbIC T10-
MIBITKHU 3aKPBITUS] SHTEPOCTOM. BeceM G0bHBIM OBLIO BBIOJIHEHO
OIepaTHBHOE JICYCHHUE 110 JINKBUALNHU KHIIEYHOH CTOMBI C TIPH-
MEHEHHEM pa3pabOTaHHOTO MEPHOIIEPAIIIOHHOTO ITPOTOKOJIA JIe-
yeHusi. CpeqHUI TeCTalnOHHBIA BO3PACT HOBOPOXKIEHHBIX CO-
craBun 38,2 Hex (36—41 Hen), cpenHss Macca Teja pH POXKIe-
Hun — 3368 1 (2550—4250 1).

Pe3ynbmamot. Y Bcex ONEpUPOBAaHHBIX JIETCH OOHAPYKEHBI
MyTauu B o6oux amiensx rena CFTR. IlotoBble IpoObl ObLIN HO-
JIOXKUTENIBHBIMU Y BceX O0osbHBIX. CpeHuil CPOK 3aKpBITHS SHTE-
poctombl coctaBui 5 mec (1-7 mec). Y 5 GONBHBIX OTMEYaInCh
MaTOJIOTHYECKHUE MoTepH 1o ctome (0onee 20-30 mi/kr/cyT), 94TO
SBIATIOCH OKA3aHHEM K CPOYHOMY OINEPaTHBHOMY BMeIIaTellb-
cTBy. [Taccax Mo *elylouyHO-KUIIEYHOMY TPAaKTy BOCCTaHaB-
JMBAJICS B CpefiHeM Ha 7-¢ (5—8-¢) mocieonepalioHHbIE CYyTKU.
OHTepasbHOE IUTaHNE HAYMHAIN B CPETHEM Ha §-€ CyTKH I0CIIe
onepanuu. OcIoXKHEHHI He 0TMeYaIoch. Bee manuenTsr Habio-
JAIOTCSI ITyJABMOHOJIOTAaMI W THETOJIOTaMH, CIIEIHAIN3UPYIOIIH-
MHCS Ha JISYCHUH OONMBHBIX MYKOBHCIIMI030M. B HacTosmee Bpe-
Msi Bce OOJIbHBIE UMEIOT PECIIUPATOPHBIC CUMIITOMBI, TPH3HAKH
HEJI0CTaTOUHOCTH MOJKEITYJOUHOI JKeJle3bl, OTy4YatoT 3aMeCTuU-
TEJBbHYIO (hePMEHTOTEPAIIHIO.

3axnrouenue. BOIBHBIM C HHTPAOIEPALMOHHON KapTHHOW Me-
KOHHEBOTO MIleyca HeOOXOANMO MPOBEAEHHE TeHETHIECKOrO Te-
CTHUPOBAHMUS U MOTOBBIX MPOO IS HOATBEPKICHUS WK UCKITIOUe-
Hus nuarHoza MB. IlpuMenenne MonepHU3UPOBAaHHOTO METONA
nedeHus 60spHBIX MB 1pu 3aKpBITHH 3HTEPOCTOM MO3BOJISIET HC-
KIIIOYUTD PAa3BUTHE XUPYPTUUECKUX OCIOKHEHUH B BUZE TIOBTOP-
HBIX 3MIU30/I0B WIIEyCa B MOCIICONEPAIIMOHHOM MIEPHOE.
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