HoBocTtH

HoBoe neyeHne MyKoBucLmMao3a

FDAHeuaBHo ofo6puna moaynatop TpukadTta
(anekcakadTop/nBaKkadTop/TE3aKaAdTOP)
KomnaHuu Vertex Pharmaceuticals — nepByto Ha pbliH-
Ke TPEXKOMIMOHEHTHYIO KOMOWHUPOBAaHHYO Tepanuto,
npegHasHa4YeHHy 4N19 SIe4eHUs NaLMEHTOB C MYKO-
BMCLMAO30M C Haubonee pacnpocTpaHeHHOW MmyTa-
umen reHa CFTR. MpenapaT npeaHa3HayveH ans neye-
HUS aeTen ctapwe 12 neT, y KOTOpbIX BbliBNieHa XOTSH
6bl ogHa MyTaunsa F508del B reHe CFTR. Hanuyune xots
6bl OAHOM KOMWW AAHHOW MyTaLMK 3aperncTpupoBaHo
npuMepHo y 90 % 60/1bHbIX MYKOBUCLMAO30M.

Mpeabiayuwmn moaynatop OpkaMbu, K COXKaeHuto,
OKaszanca He cTofib 3QGEKTUBHLIM: MHOrMe naum-
€HTbl TSXEeNOo NepeHOCUIN nevyeHue 3TUM npenapa-
TOM, a ynyylleHue AAunocb CoBceM Heaonro. B ceoto
oyepeab, OXKUAAETCS, YTO JIEKapCTBEHHbIM npenapar
TpukadTa oKaxeTcd 3GODEKTUBHLIM KaK MUHUMYM
y 90 % nauneHToB C MyKOBUCLIMAO30M, a Cpem OCcTaB-
wuxcs 10% 6yayT nauueHTbl ¢ Haubonee pearknmu
MyTaunsamu reHa CFTR, KoTopble B HacTosiliee Bpems
He OTBeYaloT Ha Teparnuio H1 OAHUM M3 CYLLECTBYOLWNX
MOAYNATOPOB.

(https://www.mdedge.com/pediatrics/article/214794 /pulmonology/new-cystic-fibrosis-therapy-raises-

hopes-among-specialists-and?channel=39313)

HoBbi CNOCOO OLLeHKU cepaevHOoro Bbiopoca

Y HOBOPOXAEHHbIX

BHaCTOFIUJ.ee BpeMs «30/10TOro cTaHaapta» Ans
M3MepeHns cepaevyHoro Bbi6poca y HOBOPOXKAEH-
HbIX HE CYLLLECTBYET; ero, KaKk npaBuio, pacCcynTbiBaloT
Ha OCHOBaHWM KOCBEHHbIX reMOAMHAMWUYECKMX MOKa-
3atenen — apTepuanbHOro AaB/iEHUS, YacTOoThl cep-
[le4YHbIX COKpalWeHnn, o6beMa MO4uM 1 ap.
CoTpyaHMKkamu [JeTCKOM HauMoHanbHON 60JIbHULbI
(BawwnHrtoH, CLUA) npennoxeH anroputm onpeaene-
HWA cepaeyHoro Bbl6poca C MCMNONb30BaHUEM CUCTE-
Mbl COstatus ¥ ycTaHOBKW apTepualnbHOro U BEHO3-

HOro MNyno4yHblX KaTeTepoB. Tak, nocne ABYKpaTHOro
BBeAeHMA PU3MONOrMYEeCKOro pactTesopa Yepes nemio
KaTeTepay nauueHTa onpeaensoT CepAeYHbIM MHAEKC,
06bEM LIMPKYIMpPYIOLLEN KPOBKU K 00Llee nepudepuye-
CKOEe conpoTuBfieHMe cocynoB. onyyeHHble pes3ysb-
TaTbl NO3BOJISIOT YETKO OLEHUTb CEpAeYHbIM BbIGPOC
nauueHTa.

[aHHbIM cnocob aKTMBHO MCMNOJIb3yeTcsl aBTopamu
MEeTOAa B YC/I0BUSX OTAENEHNS peaHuMaunn U UHTEH-
CWBHOWM Tepanuu HOBOPOXAEHHbIX.

(https://www.news-medical.net/news/20200108/Minimally-invasive-technique-to-directly-measure-

cardiac-output-in-newborns.aspx)





