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MykoBucumpo3s — npobnema paHHeM
ONArHOCTUKM, COBPEMEHHbIE METOAbI JIeYeHMS

YOK 616.24-003.4-07-08

3a nocnegHve rogbl Hay4YHoe 3HaHne o mykosucumngose (MB),
MexaHW3Me ero pa3BuTUS Ha KNEeTOYHOM M MOMNEKYNSIPHOM ypOB-
He cTpemMuTenbHO pa3BuBaetcs. M3BecTHo, YTo 3aboneBaHue
MMeeT ayTOCOMHO-PELECCHBHbIN TUN HacnefoBaHus. B HacTos-
Lee BpeMsi ussectHo 6onee 1500 myTauun, n3 kotopbix B EBpo-
ne n Poccun Hanbonee yacto BcTpeyaetcs myTtauma F 508 del
(noTepst aMnHOKMCIOThI (bMHUNanaHnHa B no3uuun 508), BTopon
no yactote ansietca mytaunsa CFTR dele 2,3 (21 kb).

KnuHuyeckne nposiBneHns MB o4veHb pasHoOOpasHbl.
B cBA3W ¢ 3TMM [OCTaTOYHO YacTO BO3HWMKAKT CUTyaLuu, Kor-
Aa AeTu AnuTenbHOEe BPeMs COCTOAT Ha AWMCNaHCEpPHOM y4yere
y NeguaTpoB U y3KMX CNELManucToB (XMPYpProe, racTposHTEpo-
noros, JIOP-Bpayen, annepronoros, 3HAOKPMHOMOIOB) C Apyru-
MU amarHosamu. 1o HalwuM AaHHbIM, PeLnavBUpYoLLas XPOHU-
Yyeckasi pecrnvpaTtopHasi naTonorus AMarHoCTUpyeTcst Npu 3ToM
6onee yem B 50% cny4vaes. Kpome TOro, M3onmMpoBaHHO perun-
CTPUPYIOTCSI TakMe TUMWYHbIe NPOosiBIeHWs 3aboneBaHus, Kak
rMNoTPoUsl, MEKOHWArbHbIA UNEYC, UHBArHaLUMs KULLIEYHWKa,
BbiNageHne npsMON KULLKW, XPOHU4Yecknin xomneumctut/OXKBI/
JKKB, anekTponuTHble HapylleHus (aueToHemMuyeckas pBoTa),
nonunno3 Hoca, GPOHXOOOCTPYKTUBHBLIN CUHOPOM W CaxapHblf
avabert. [laHHasi cuTyaumusi, HECOMHEHHO, TpebyeT npucTanbHo-
ro BHUMaHusi CO CTOPOHbI CneunanncToB, Habnojaowumx agetemn
¢ nopo3peHreM Ha MB, Tak Kak paHHsisi AnarHocTka — rnaBHoe
yCrnoBue NPoAneHns X1U3HU Ans 3TUX NauMeHTOoB.

3a nocnefHue roapl coBeplleH GOMbLUOW CKayok B AMarHo-
CTuKe 1 neyeHun MB:

* B HacTosilLee BpPeMs NOsIBUNAch elle OfHa BO3MOXHOCTb
npenoTBpatuTb poxaeHue pebeHka ¢ MB, aTo nossonseT cae-
naTb MeToA NPeuMniaHTaunoHHOW reHeTUYECKOW ANarHOCTUKM.
CyTb MeToaMKM 3akniodaeTcsl B TeCTUpOBaHUM Ha Hanunyne 6o-
1Ie3HEHHOTrO reHa 4—6-KneTo4HbIX 3MOPUOHOB, NOMYYEHHbIX NPK
3KCTpaKkoprnopanbHOM OMNI0A0TBOPEHUM;

* aKTVBHO pa3BMBaETCs KMHe3auTepanwus, nossonswoLas acg-
(heKTMBHO yaAanaTb MOKPOTY U TPEHWPOBATb AblXaTenbHYyl0 My-
CcKynaTtypy (aKTUBHbIN LMK ObIXaHWS, ayTOreHHbIn apeHax, PEP,
BnbpaunoHHas PEP, BHyTpunerouyHas nepkycCMOHHas BEHTU-
NAUMSA, 3KCTpanynbMOHanbHas BbICOKOYACTOTHAsH OCLMNNISALNS
rPyOHOW KNeTKM — BMOpPaLMOHHbIE XUNeTbl U Ap.);

* MOSIBUMUCH CMeLuanuaMpoBaHHble CMecu AN NUTaHus
peten (MentameH, MNentameH KOHWop, MNopTareH, UHdaTpuHu,
HyTpuhuu, Megualllyp n ap.), no3sonstoLwme 3Ha4YUTENbHO yryY-
LINTb HYTPUTMBHbIN CTaTyC GOMbHbIX;

* apceHan Bpayen nomnosiHUI reHHO-UHXEHEPHbIN MYyKONUTUK
DopHasa-a (Mynbmo3mm), NpeBoCxoasALLmMi Apyrue MyKonmTuye-
CKne CpeacTBa Mo BMUSIHWIO Ha BSI3KO-3nacTUYecKue CBOWCTBA
MOKpPOTbI, 0bragatLLnii BbIpaXeHHOW NpoTMBOBOCMANNTENIbHON
aKTUBHOCTbIO, CHUXaloLWuiA 06CeMeHEHHOCTb MOKPOTbI 30/10TH-
CTbIM CTadUITOKOKKOM M CUHErHOWHOW Nanoykon;

* B [JOMOMHEHME K CUCTEMHOW aHTubakTepuanbHOW Tepa-
nMM  NPUCOEANHUIUCE WHFansuMOHHble aHTMBnoTunkn (Tobw,
Bpamnto6, KonnctrH) nossonstowmne Joctudb 6onee BbICOKON
KOHLieHTpauuu npenapatoB B 6poHxmanbHOM cekpete. [Mpoxo-
OAT KIMWHWYECKYK OLEHKY U cepTudmMKauuilo nMnocomarnbHbIN
umnpodnokcauuH, NnanH astpeoHama (Asnn) n aspo3onbHbIf
nesodnokcaumH (MP-376);

* 3amecTUTEnbHasi Tepanusi NaHKpeaTU4eckoW HeaoCcTaTou-
HOCTWU MPOBOAMTCS COBPEMEHHbLIMU BbICOKOAKTUBHBIMU MUKPO-
rpaHynMpoBaHHbIMU npenapaTamu ¢ pH-yyBCTBUTEMBHOW 06O-
noukon (KpeoH, Mukposum). VMiccrnegoBaHne KpoBM M Kana Ha
anacrasy-1, B CBOIO oyepeab NO3BOMSET crneauTb 3a yHKUMO-
HamnbHbIM COCTOSIHUEM MOOXKeNyAo4YHON Xenesbl Ha oHe npu-
MeHeHUs1 PepMeHTOoB, He Tpebysl X OTMEHBI;

* B Tepanuu nopaxeHus nevyeHu npu MB c gokasaHHOW Knu-
HUYecKon 3EKTUBHOCTBIO MPUMEHSIETCS YpPCOAEe30KCMXone-
Basi kucnota (YpcocaH, Ypcodanbk), obnagarowiasi xonepe-
TUYECKUM, MeMOBpaHOCTabunuanpyoLlmMM U aHTUOKUAAHTHbBIM
ahdekTom.

[MepcnekTnBHbIE MeToabl nedeHus MB cBsizaHbl ¢ pa3paboT-
KON M BHEAPEHWEM HOBbIX TEXHOMOIMIA, TakMx Kak NPOTUBOBOC-
nanutenbHasi Tepanusi, dpapMakornormyeckoe MoAennpoBaHue
WOHHOro TpaHcnopTa, BOCCTaHOBIeHne yHkumm b6enka MBTPR,
reHHas Tepanusa n ap. B auBape 2012 roga FDA (CLUA) 6bin 3a-
pernctpupoBaH npenapat Kanvageko (VX 770) — 310 nepBbi
npenapar, KOPpPeKTUPYIOLMIA HenpaBunbHO paboTarowmii reH
npv MB, ogobpeHHbI Ansg nevyeHnsa 60MbHbIX C 6 NeT, UMetoLL X
peakyto myTtaumo G551D. B ouepean Ha permctpauunio HaxogaT-
cq ele ABa npenapara ¢ pabounmn HaszBaHusamu VX-809 n VX-
661, HanpaBneHHble Ha KOppekTUpoBKy reHa MB ¢ myTtauuen F
508 del.

B mapte 2012 roga xupypramu MHcTutyTa CKNndoCoBCKO-
ro n HAM nynemoHonoruy Bnepsble Gbina npoBefeHa yaadHasi
TpaHcnnaHTaums nerkux 6onsHon ¢ MB. Ha cerogHsWwHWiA aeHb
AOCTUTHYTbI OYEBWAHbBIE YCNEXM B AMArHOCTUKE, NeYeHuu, pea-
GunutTaumMm n meguko-coumnansHon agantaumm 6onbHbIX MB, HO
OCTaeTCs eLle MHOro BONpPOCOB, TPeBYOLLMX NPUCTanbHOro BHU-
MaHUsi K 3TUM BGOMbHbBIM.
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