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NMyxkoBuCUMAO3: AMArHOCTUKA,
KNIUHUKA, OCHOBHbIE@
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B cTaTbe paccMaTpumBaloTCA COBPEMEHHbIe BOMPOCHI MaToreHesa, ANarHoCTUKM, KITMHUYECKOM KapTUHbI U TeYEeHNSA MyKOBUC-

unaoo3sa.

Kniouesble cnosa: MYyKOBUCLUWMNAOO03, HACNeaCTBEeHHasd naTtonoruna, tepanna.

MykoBucumpao3 (MB) — MoHOreHHOoe 3aboneBaHue ¢ ayTo-
COMHO-PELIECCHBHBLIM NMYTEM HAcnenoBaHus, 00yCNoBNEHHOE
CUCTEMHOW ONCPYHKLMEN SK3OKPUHHBIX XEnes.

[aHHasi Ho3onorus Bnepsble Obina onucaHa B 1938 r. nato-
noroaHatomom . AHpepceH, KoTopas Npeanoxuna TepMuH
“KMCTO3HBIN GMBP03” (aHrn. cystic fibrosis). Jpyroe HanmeHo-
BaHWe — “MykoBucumao3” npeanoxun C. ®apbep B 1944 1.
(nat. mucus - “cnmab”, viscus — “BA3KMIA”), ykasblBas Ha POSib
MOBbILLEHMS BA3KOCTM CEKpeTa 3K30KPUHHbIX Xenes. TecT, oc-
HOBaHHbI HA NMOBBILLEHWI YPOBHS XI0PUAOB MoTa, OblN Npea-
noxeH J1. TnbcoHom n P. Kykom 1 B fanbHeliwem ctan “3000-
TbiM CTaHZAPTOM” NPUXU3HEHHON amarHocTvku MB [1]. B ce-
peamHe XX Beka cymTanocb, 410 MB - matonorns ncknoym-
TENbHO AEeTeli paHHero BO3pacTa, B CBS3U C Ype3BblYariHO
HM3KOIN MX BbDKMBAEMOCTbIO, OJHAKO B Hayane 1960-x rogos
NOSIBUSINCH NepPBble COODOLLEHNS O BOMbHbIX, AOCTUMLLIMX NOA-
POCTKOBOrO 1 B3pOCNOro Bo3pacta. B 310 xe Bpems BHeapsi-
JIUCb B NPAKTVKY MPOrpaMMbl aKTUBHOIO HEMPEPbLIBHOIO feye-
HWS1 1 CO3aaBannch LeHTpel MB [2].

Anugemunonorus

YacToTa 3a60neBaH1s B pa3HbIX NOMYyNALMSX, HALMSX 1 9T-
HMYECKMX Fpynnax CyLECTBEHHO BapbMPyeT, COCTaBiss B
cpenHem 1 : 2000-2500 HOBOPOXAEHHBIX Y NpeACTaBUTENEN
6enoi packl 1 1 : 9000-10000 y npencTaButenein adpukaH-
ckoli packl [3]. B Poccum aToT nokasaTesnb cocTaBnseT
1:10000 HOBOpOXAEHHbIX. B HacToswee Bpems meamaHa
BbIXXMBAEMOCTM 60NbHbLIX MB B 60/bLLMHCTBE CTPaH 3anaaHomn
EBponbl, AMepuku 1 ABcTpanum npubnmnxaetcs kK 40-neTHemy
BO3pacTy WK npe.blllaeT ero [4-6].

O6uwee yncno GonbHbiX MB B Mupe NpubAn3uTensbHO
80000, n3 Hux B CLLA — 28000, B Benukobputanum — 9500, BO

Nabopatopus mykoBucumgosa HWUWN  nynbMoHonorum
®MBA Poccun, Mocksa.

CraHucnae AnekcaHpposuy KpacoBckuii — kaHf. Mea.
Hayk, Hay4. COTp.

BukTtop AnekcaHapoBuyd CaMoisieHKO — Hay4. COTp.
EneHa JIbBoBHa AMenuHa — KaHA. Mef. Hayk, 3aB. 1abo-
paTopuen.

ArMmecdepA. IIyTbMOHOJIOTHA U AJUIeprogorusa  1+2013

http:/atm-press.ru

®paHumm - 5900, B AscTpanumn — 3200, B pnangun — 1100, B
Kanape — 4000, B Poccum — 2800.

tuonorus

MyKOBMCLMA03 Pa3BMBAETCS B Pe3yNibTaTe MyTaLUn reHa,
pPacnonoXeHHOro Ha AJIMHHOM Neye 7-i XxpOMOCOMbI B 06na-
ctm g31. TeH MB coctout n3 250000 nap ocHOBaHWiA, ero
CMbIC/IOBAs 4acTb, kogmpylowas matpuyryto PHK, npeacras-
neHa 27 ak3oHamu. Mytauus reHa MB npyvBoaunT K HApyLIEHWO
$yHKUMK Benka — TpaHCMeMOPaHHOTo perynsaTopa MykoBuMC-
umpo3a (MBTP), koTopeblii lokanuayeTcs rmagHbIM 06pa3om B
SMUTENMANBHBIX KNIETKAX AbIXaTeNbHbIX MYTEN, COHHBIX, NOTO-
BbIX Xene3ax, MoAXenyA04HON Xenese, KUWEeYHUKE 1 ABNSeT-
€S KaHanoM A1 TpaHcnopTa MOHOB xopa [7].

B HacTosiwee Bpemsi n3BecTHO 6onee 1900 myTauuii reHa
MB, 13 KOTOpbIX OONBLUMHCTBO SBASIOTCS PEAKAMU UK Jaxe
YHWKanbHbIMK. CornacHo eBponeickoMy KOHCEHCYCY OHU pas-
[ensoTcs Ha 5 KnaccoB B 3aBMCUMOCTM OT MexaHu3ma no-
BpexzaeHus GyHkumm MBTP [8]. JoMuHmpyloLweit B Myupe MyTa-
umen senaetca F508del, kotopas Gbina BhisiBNeHa B 66% 13
20000 n3y4yeHHbIx XpoMoCcoM y 6onbHbIx MB Bo Bcem Mupe. Hac-
TOTa APYrux mMyTauuii B MUpPE 3HAYUTENBHO HuKe. AnnenbHas
yactorta mytauuii MB B Poccun Ha nprmepe Mockebl 1 MOCKOB-
ckoi obnactu cneaytowlas: F508del — 52,96%, CFTRdele2,3 -
9,02%, 3849+10kbC>T - 3,25%, 2184insA — 2,36%, W1282X -
2,22%, 2143delT - 1,92%, G542X - 1,18%, N1303K - 1,48%,
1677delTA - 1,33%, L138ins — 0,88%, E92K - 1,18%, S1196X —
0,88%, R334W - 0,59%; opyrve myTtaumm BCTPeYaInUCh OfIHO-
KpaTHO, BCEro Ha [0S0 BbISBAEHHBLIX MyTauUUi MNpuxoamTcs
npumepHo 86,5% obcnenoBaHHbIX XxpoMocom [9].

MaToreHes

HapyweHve ¢yHkunm MBTP B anuTenvanbHbiX Knetkax
OpraHoB-muLLEeHel 6AOKMPYET TPAHCNOPT MOHOB X/10pa 1 yBe-
nnymBaeT abcopbumo MOHOB HATPWS, CNEACTBUEM YEro SBNS-
€TCS CHUXXEHWE UK MOIHOE NPEKPALLEHNE CEKPELLN XNOKOC-
T Yepes anukasbHyl0 MeMOPaHy anNMTeNnanbHbIX KNETOK, YTO
NPUBOAMT K PA3NNYHBIM NATOrEHETUYECKUM COObITVSIM B pas-
HbIx opranax [10].



Tak, B nerkux BoipabatbiBaeMblil B OpoHxax cekpet 06es-
BOXMBAETCS 1 CTAHOBMTCS Gonee rycTbiM 1 BA3KMM, HapyLla-
€TCS KIMPEHC CU3M Ha MOBEPXHOCTU PECHUTYATOro anuTe-
nus. BuoxumMunyeckune HapyLueHus, 00yCl0BNEHHbIE OCHOBHLIM
nedektom npyu MB, npoBouMpyIOT pa3suTre HakTepranbHOM
MHPEKLMN, KOTOpas He CBA3aHa C NEPBUYHLIM MOBPEXAEHNEM
KNIETOYHOM 1 ryMOpabHOM 3aLUTHBIX CUCTEM. XPOHUYECKOe
MHOVUMPOBAHME [ObIXaTeNbHbIX MYTEe MATOreHHbIMU MUKPO-
opraHM3mamu NPMBOAMT K Pa3fINiHbIM MOPPONOrMiecknm na-
MEHeHVsIM BPOHXMaNbLHOr0 AepeBa U MHTEPCTULMS Nerkmx: T1-
MWYHBIMU M3MEHeHUsaMK Npu MB aBnsioTcs 6POHX03KTa3kbl U
OPOHXMON03KTa3bl, 04aru MHTEPCTULMANLHOrO Gprbposa, 6yn-
NIe3Hble N3MEHEHUS 1 aTenekTassbl.

B nooxenynoyHon xenese AOBOMBHO PaHO MPOMCXOOUT
06TypaLms NPOTOKOB BA3KMM CEKPETOM, YTO NMPUBOAMT K ayTO-
N3y TKaHW xenesbl ¢ GOPMUPOBAHMEM TUMUYHOTO GUOPO3-
HO-KaBEpPHO3HOro MaHkpeaTuTa.

[aTonornyeckne N3MeHeHNs B MEYEHM BCTPEYAIOTCS PeXe,
XapakTepPU3yTCa 3aKyMOPKON NEYEHOUHBIX MPOTOKOB, COMPO-
BOXAAIOLLLENCSA BOCNANUTENbHOM MHUALTPaLUMEN, pa3pacTta-
HVEM MEXO0/bKOBOM COEAUHUTENBHON TKaHn ¢ dopmumpoBa-
HVMEM MEeNKOY3/10BOro GunmapHoro uyppo3a. MpnbnmanTenbHo
y 30% nauueHTOB UMEeT MEeCTO XMpoBoW renatos. Y 25%
BO0NbHbIX ONCaHbl UBMEHEHMNSI CO CTOPOHbI XEMYHOIO My3bIPs B
BUW[E ero runonnasum, 4acto ¢ od6pa3oBaHMeM kamHe [3].

KnuHuyeckue nposiBieHnda

KnuHnyeckme nposienesus MB foBOfIbHO pa3HO06pasHbl,
4TO 0BYCNOBNEHO MOSIMOPraHHOCThIO MOPAXEHNS U GONbLLUM
KONMYecTBOM MyTaumi reHa MBTP.

PecnupaTopHblii TpaKT

BpoHxoneroyHble M3MEHEHNs AOMUHUPYIOT B KJIMHUYEC-
Kol kapTuHe MB, onpepensis nporHo3 3abonesaHuns y 95%
60/bHbIX. B TEUEHME NEPBOro rofia XnsHu NosIBASIOTCS CUMI-
TOMbIl MOPAXEHUS PECMUPATOPHON CUCTEMbI: CTOMKUIA CYXOW
Kallesb, MPUCTYNbI YAyLWbS, OAblllka, UHoraa peoTa. Kawenb
00bIYHO YCUNMBAETCS HOYbIO MW Npy NpobyxaeHun. Kak npa-
BWO, BOCNANNTENIbHOMY MPOLLECCy B OPOHXax npeaLecTByeT
BMPYCHOE MOPaXeHWe HOCOMNOTKM, FOpTaHu, Tpaxen (pecnu-
PaTOPHO-CUHLMTNANBHBIE BUPYCHI, aAeHO- U PUHOBUPYCI, BU-
pycbl rpunna, naparpvnna), HensbexHo Beayuiee k rméenu
KNETOK MepLAaTENbLHOro 3NUTENUs 1 NPUCOeaMHEHNI0 bakTe-
puanbHoi dnopbl. MykocTas U XxpoHuyeckas OpoHXManbHas
nHOEeKUMs cTaHoBATCS GOHOM A1 MOBTOPHLIX pecnupaTop-
HbIX 3MN1M30/0B: BPOHXMONUTOB, BPOHXMTOB, MHEBMOHUIA.

B panbHenLweM 0CHOBHbIMM Xanobamu, CBA3aHHbIMM C Mo-
paxeHneM nerkux, y 60nbHbix MB sBnsoTCs kaluesnb ¢ 60nbLwmnmM
KONIMYEeCTBOM TPYAHOOTAENSEMON MHOVMHOW MOKPOTbI, Nepuo-
[OMYECKOE KPOBOXapKaHbe, OAbILIKA, CHUXEHWE (PU3NYECKON
paboToCcnoco6HOCTU. BbipaXeHHOCTb 3TUX NPOSBNEHNIA 3aBU-
CUT OT TSXKECTU CYLLECTBYIOLLEV NEroyHOM NaTtonornm Uam Ha-
N4ms 060CTPEHNS!, CBA3AHHOMO C BUPYCHO CynepuHdeKLmeil.

XapakTepHoi 0COOEHHOCTbIO WMHMEKLMOHHO-BOCMANN-
TENBLHOrO NPOLLECCa B NIErkMX Y B3pOCbIX 60/bHbIX MB siBnisi-

BonesHb
|

€TCS ero HenpepbIBHO-PELNAMBUPYIOLLEE TEYEeHNE Ha GOoHEe
CTOVKMX U3MEHEeHM TpaxeoBpoHXManbHOro aepesa — chop-
MUPOBaHHbIX OPOHXMONO3KTA30B U OPOHXO3KTA30B, Pacnpo-
CTPaHEHHOro MHeBMOGMOpPO3a U rUNEepUHPNAUUN NEerkux.
B panbHeliwem pasBuBaeTCs kapTuHa AblXaTesbHON Hepo-
CTaTO4YHOCTW.

MopxenypnoyHas xenesa

KnuHnyeckmm nposiBneHnem kuctosHoro ¢Gpubposa nom-
XEeNyA04HHOW Xenesbl CYXUT 3K30KPUHHASA HEA0CTATOYHOCTD,
KOTOpas MMeeT MecTo y 60/bLLUMHCTBA 60MbHLIX MB 1 nposs-
NSIETCS B HAPYLUEHWUN aCCUMUASLLIAN X1pa, CTeaTopee 1 0TCTa-
BaHUM B GU3MYECKOM pa3BuTUK. HapylleHne cTyna BCTpeya-
€TCS YXE C NepBbIX AHEN Xn3HN Y 47% 6onbHbix MB, a k rogy —
y 76%. Y nauneHTOB, He NOJTyHaoLLIMX COOTBETCTBYIOLLETO fe-
YeHWs, XapaKTepeH BTOPWYHbIA AePULMT XMPOPACTBOPUMBIX
BuTamunHoB — A, E, D n K. B cTapwem Bo3pacTe B pesy/brate
BOBJIEYEHNSI B MATONOrMYECKUiA MPoLEecC 3-KNeTok OCTPOBKOB
NaHrepraHca npymepHo y 1/5 GonbHbLIX PAa3BMBAETCS UHCYN-
HO3aBUCKMbI caxapHblii AuadeT.

KuweyHuk

HapyLieHve TpaHcnopTa HaTpus, xa0pa 1 BOAbl B TOHKOM
KMLLIEYHUKE COMPOBOXAAETCS 3aKyrmOPKON AMCTasbHbIX OT-
[eN10B TOHKOW KULLIKW TYCTbIM U BA3KUM MEKOHWEM U Pa3BuU-
TeM MekoHuanbHoro uneycay 15% HOBOPOXAEHHbIX 60Jb-
HbiX. 3@ PEeAKVM WUCKIOYEHMEM, KapTMHA MEKOHWANbHOro
uneyca caugetenscteyet o0 MB. B 6onee no3gHem Bo3pacTe
y 20% 60nbHbIX MB BO3MOXHa 06CTPYKLMS NPOCBETA KMULLEY-
HMKa Ha YPOBHE WMNEOLEKaNbHOrO yrna KNenknuM CEKpPeToMm
CNN3MCTON 1 KanoBbIMK Maccamu, GOpMUPOBAHUE “SKBUBA-
NIeHTa MEKOHWaNbHOro uneyca”’ wan pasBuTUE CUMHAPOMA
OMCTaNbHOW UHTECTUHANbHOW 06CTPYKUMK. [pyroi npuym-
HOW MHTECTUHANbHOMN 0BCTPYKUMK Y B0JIbHBIX MB MoXxeT cny-
XWUTb MHBArMHALLMS TOHKOW KLLKW.

BbinageHue npsMoit KULLKM 0TMeYEHO Y 25% B0sbHbIX, KakK
npaBunio B Bo3pacTe 1-2 neT. Y peteli ctaplue 5 neT pekranb-
HbI MPOAANC BCTPEYAETCS 3HAYNTENBHO PEXE.

MeueHb M XxenyeBbIBOASALLME NYTU

MopaxeHne renatobuIMapHoO CUCTEMbI SBNSIETCS Npsi-
MblM CNeACcTBMEM OCHOBHOrO aedekta npu MB. lMpusHaku
¢$rbpo3a neyveHn B TON UM MHOIN CTENEHM BCTPEYAOTCS Npak-
TUYeckM y Bcex 6onbHbIX MB, a 'y 5% naumeHToB pa3BuBaeTCs
OGVMapHBIA LMPPO3 NEYEHN C CUHAPOMOM MOPTaLHOW runep-
TeH3un. B 2% cnyyaeB neyeHoYHas HELOCTaTOYHOCTL CTaHO-
BUTCS MPUYMHON cmepTu BGonbHOro. XXenyHokameHHas 60-
ne3Hb otMedaeTcs y 10-30% 60osbHbIX, TpUYeM YacToTa Xone-
NTAasa He 3aBWCUT OT M0Aa, HO HapacTaeT C YBENNYEHUEM
BO3pacTa nalneHTOoB.

MoToBble xenesbl

CekpeT noToBbIX xene3 npu MB xapakTtepn3yetcsi NoBbl-
LUEHHON KOHLEHTpaLMer HaTpmua 1 XJiopa: coaepxaHue cosu
MPEBLILLAET HOPMabHbIM NoKa3aTeb MPUMEPHO B 5 pa3. 310
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CBSI3aHO C HapyLUeHeM peabcopbLmm MOHOB X10pa U HaTpUs
B BbIBOASILLMX NPOTOKaxX. Takas aHoManmst GyHKLMU NOTOBbIX
Xenes BbIABNAETCA YXXe NMpu pOXXAEeHUN 1 COXPaHAETCA Ha NPOo-
TSXKEHUN BCEW XMN3HW nauyeHTa. [MoBblleHNEe KOHLEHTpaLmm
HaTpWs 1 X1opa NeXnT B OCHOBE MOTOBOM NPOBbLI — OCHOBHOMO
nabopaTopHoro TecTa Ans anarHocTvki MB. B ycnoBusx xap-
KOro knmMmara, npu runepTepMmm 1 nNpu N3bbITOUHOM Gpusmnye-
CKOW Harpyske noTepst Conu Yepes KOXHble MOKPOBbI MPUBO-
OWT K 9N1EKTPOSITHBIM PACCTPOMCTBAM, MMMOXI0PEMUYECKOMY
ankanoay 1 NoaBepXeHHOCTN TEMIOBOMY yAApY.

PenpopaykTuBHas cuctema

Moyt y Bcex MyxuyuH (97%), 6onbHbix MB, pa3BuBaeTcs
0OCTPYKTMBHAS a300CMeEPMMS, Bbl3BaHHas 0OCTpyKuUymel, aT-
poduen nnm atpesnen CemMsaBbIHOCALLMX MPOTOKOB. [pn aToMm
crnepmMaToreHes He HapyLLUEeH, 4TO NO3BONSIET PeLLnTsL Npobne-
My Gecnioamst Mpy NOMOLLM 3KCTPaKOPMopaabHOro Onaoao-
TBOPEHUS.

Y eHLwwH, 60nbHbIX MB, penpofykTMBHas cucteMa He 13-
MeHeHa. BO3MOXHO CHVXeHWe AeTOPOaHON PYHKUMM B CBA3MU
CO BTOPUYHOW aMeHopeeit, BbI3BAHHON NCTOLLEHNEM.

AnarHo3s

[narHo3 MB cTaBuTCA Ha OCHOBaHMM XapakTepHOMN KINHK-
YECKOWM KapTUHbI B COYETAHWUU C MOJOXUTENBbHBIM MOTOBbIM
TECTOM W TeHeTM4yecknm uccnenosaHnemM. Knaccuyeckyto
“amarHoctunyeckyio Tpuagy” npyv MB coctaBnsioT:
® MOJIOXUTESbHBIA NOTOBLIA TECT (YPOBEHb XI0PUOOB MoTa

6onee 60 MakB/n);
® JIerOYHbIN CUHAPOM;
® KMLLIEYHbIA CUHOPOM.

Mpy 3TOM AOCTATOYHO COYETaHUst MOOLIX OABYX U3 3TUX
Tpex NPU3HaKkoB A5 NOCTaHOBKM anarHo3a MB [11].

leHeTnyeckoe nccnenoBaHve ¢ onpeaneneHeM Bcex Bo3-
MOXHbIX MyTauuii B MEOULIMHCKONM NPAKTUKE HE MPOBOAUTCS,
Tak Kak YMCo N3BECTHbIX MyTaumii npesbiwaeT 1900. Kak npa-
BUWJIO, B PA3/IM4HbLIX CTPaHax BLIMOHSAIOT MEeNKO-reHeTUYEC-
KOe 1ccnefoBaHve i noucka MyTaumii, Hanbonee pacnpo-
CTPaHEHHbIX B JAHHOW MONyAsumm.

HeoHatanbHbI CKpUHUHT MB OCHOBaH Ha onpeneneHumn B
KPOBWU HOBOPOXAEHHbIX, cTpagaowmx MB, nMMyHOpeakTuB-
HOro TPUMCKHA, YPOBEHb KOTOPOro B 5-10 pa3 npesbiwaeT
HOpMY. 3TOT METO[ XapakTepuayeTcs OnpeaeNieHHOn Aonen
KaK NOXHOMONOXUTENbHBIX, TaK U JIOXHOOTPULATENbHBIX pe-
3yNbTATOB U HEBLICOKMMM YYBCTBUTENIbHOCTbIO M CNeundUIHo-
CTblO 1 JOMKeH OblTb 0053aTENBHO LOMNOSHEH FEHETUYECKMM
1NCCNefoBaHNEM W/WN NOTOBBIM TECTOM.

Tepanusa

JNeyeHne 601bHOro MYKOBMCLUMA030M MHOITOKOMMOHEHTHOE
1 Hanpas/eHOo Ha yBeindeHrne npoaomnkKnTenbHOCTN U NOBbILLEe-
HUe Ka4eCTBa XU3HWN. Tepanvm npecnenyetT TP1 OCHOBHbIE LEeNN:
e MOALEPXaHNe HYTPUTUBHOIO CTaTyCa;
e yMeHblUeHne BPOHXManbHON 06CTPYKLMK;
° aHTVI6aKT€‘pVIaJ'IbHaFI Tepanua.
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MNoppepXxaHue HYTPUTUBHOTO cTaTyca

HyTpuUTMBHBI CTATyC 6ONBHOMO TECHO CBSI3aH C BbIPAXEH-
HOCTbIO NaToNOrMM GPOHXONIEr04YHON CUCTEMBI 11 ONPEAENSET-
CS1 HE TOJbKO CTENEHBIO MAHKPEATUYECKON HEAOCTATOHHOCTH,
HO 1 aKTMBHOCTbIO KaTabosmM4ecknx NpoLLeCCcoB B OpraHn3me,
00YCNOBNEHHbIX BbIPAXEHHBIM CUCTEMHBIM BOCMANEHNEM
BCNEACTBME XPOHNYECKON NHDEKLMM B NErKKMX.

MpumepHo 85% OGonbHbIX MB cTpagaloT BHeLHecekpe-
TOPHOW HELOCTATOYHOCTbIO NMOAXKENYA0YHON XeNesbl C 04eHb
HU3KUM YPOBHEM WMAN NOJHBIM OTCYTCTBMEM MaHKpeaTuyec-
KX GepMeHTOB (N1Mnasa, amunasa, TPUNncuH) B ABeHaaLaTn-
nepcTHOM Kuwke. Mpy NpoBeAeHUN 3aMEeCTUTENIbHOWN Tepa-
num 6onbHeIM MB cnefyeT HasHayaTb MUKpochepuyeckme
(GEpPMEHTbI NOAXENYA04YHON Xenesbl ¢ pH-4yBCTBUTENBHOMN
obonoukoi B no3e 500-1000 E[l/kr nunassl BO BPEMSI OCHOB-
HOro NMpremMa NuLLM 1 NONOBMHY 3TON [03bl NPY AOMNONHU-
TeNbHOM MpuemMe N, AKTUBHOCTb MaHKpeaTuyeckmx gep-
MEHTOB MOXET ObITb CHUXEHA Ha (POHE MOBLILLEHNS KMCNOT-
HOCTU XeNyoo4yHoro coka. B aTom crnyyae makcumanbHbiv
3 deKT 3aMeCcTUTENIbHON PEePMEHTHOW Tepanun AOCTUraeT-
€S NyTeM Ha3Ha4YeHMs aHTauMaHbIX NpenapaTtos (610KkaTopoB
H,-rcTamMrHOBLIX PELLENTOPOB W/UAK MHIMOUTOPOB MPOTOH-
HOI NOMMbl).

ApnekBaTtHas GepMeHTHas Tepanus no3BoiseT PeKOMEH-
noBaTtb 60nbHEIM MB BbICOKOKanopuiiHyto amety, obecneyu-
Batowyto 120-150% Bo3pacTHoi HopMbl; 35-40% aHepreTu-
4eckoi NoTpebHOCTY [OMKHO 0becrneynBaTbes Xupamu. Bol-
COKOKanopuiHble NuLLeBbie 400ABKN B BMAE MOOYHbBIX KOK-
Tenenm MOXHO HasdHayaTb nauueHTaMm C WHOEKCOM Macchbl
Tena meHee 18,5 kr/m? B fo3e 800-900 kkan/cyT B kayecTse
[LOMOJIHEHNS K OCHOBHOMY PaLMoHy. Bo MHOrux LeHTpax 60omb-
HbIM C BbIP@XEHHbIM AeDULUTOM MACChl TeNa NPOBOASAT 30H-
[I0BO€ KOPMJIEHVE B HOYHOE BPEMS C MCMONb30BAHMEM HA30-
racTpasibHOro 30HAa UM racTpocTombl [12].

BonbHble C MaHKpeaTMyeckon HeJOCTATOYHOCTLIO exe-
[HEBHO AOMKHBI NOyYaTh XUPOPACTBOPUMBIE BUTAMUHBI A, D,
E, K. MNaumneHTbl ¢ COXpaHHOW QyHKUMEN NOLXKENYL0HHON Xe-
ne3bl 00513aTENBHO JOMKHBI MonyyaTh BuTamMuH E. Bomopac-
TBOPVMbIE BUTAMUHbI HadHa4aloTcs 605bHEIM MB B 06bI4HbIX
npopUIaKTUHECKNX AO3UPOBKAX, PEKOMEHAYEMbIX 3[0POBLIM
NMLamM COOTBETCTBYIOLLEro BO3pacTa.

YMeHbLueHne OpoHXuasnbHO 00CTPYKUUM

0653aTeNbHON NAaTOPU3MONOrM4eckn 00YCNOBNEHHON CO-
CTaBAOLLEN YacTbio Tepanum MB sBnseTcs pasxvxeHue na-
TONOMMYECKN BA3KOW MOKPOTHI U OYULLEHNE BPOHXMANBHOMO
[epeBa C UCMOb30BAHNEM MYKONMUTUKOB M OTXapKMBAIOLLIX
cpeacts. Hecneunduyeckne mykonntkun (N-aueTmauncTenH,
amOpoKCon, KapOOLMCTENH 1N UX aHANIOM) NPUMEHSIIOTCS NPK
neyveHnn MB nHransiumoHHo, BHYTPb 1 BHYTPMBEHHO. MHoro-
JIETHUIA OMbIT NPUMEHEHNS 3TVX MPENapPaToB CBUAETENLCTBYET
00 1X XopoLLei NepeHoCUMOCTM 1 3PDEKTUBHOCTU NPU Neye-
Hum MB [13]. K Hecneumduyeckum oTxapkmBatoLLMM CPeacT-
BaM OTHOCWTCS MHransuus pacTeopa HaTpus Xopuaa B KOH-
ueHTpaummn 3-9%, 4To NPUBOAMT K YNyYLLEHMIO BPOHXOeroy-



HOW QYHKUMK; Hanbonee aokasaTensHO NpuMeHeHne 7% pac-
TBOpA HaTpus Xnopuaa.

Cneupnduryeckmm nekapcTBEHHLIM CPEACTBOM A/19 Nleye-
Hus MB saBnaetca JHKa3sa (nopHasa anbda) — npenapar, co-
3[1aHHbIV creumanbHO ans MyKonnTMYeckon Tepanum MB. 310
reHHO-VHXEHEPHBIN MYKONUTUK, KOMUS YenoBeyeckoro dep-
meHTa JHKa3sbl, pacwennsowmin ganHHele uenn JHK, koTo-
pble BbICBOOOXAAIOTCS U3 PA3PYLUEHHBIX SAep HEUTPODUNOB;
TEM CaMbIM 3HAYUTESIbHO YNTYHLIAOTCA PE0normyeckmne CBow-
CTBa MOKPOTHI.

MpoBeaeH psaa KIMHUYECKMX UCCNEAOBAHWIA AAS OLEHKM
3 PEKTUBHOCTU 1M 6e30MacHOCTN 3TOr0 PEKOMOUHAHTHOrO
depmeHTa y 6onbHbiXx MB [14, 15]. YcTaHoBneHo, 4To Kak
KPaTKOCPOYHOE (0T 1 HeA A0 2 MeC), Tak 1 AONrOCPOYHOE (0T 2
[10 4 neT) neyeHvie [OPHa30i anbda CHUXaeT 4acToTy 060CT-
peHni BPOHXONIErOYHOrO NPOLLECCa, 3HAYMTENBHO 3aMeansaeT
perpecc obbema HOPCUPOBAHHOIO BblAOXa 3a 1-10 CeKkyHay
(ODB,) y 60nbHbIX MB, ynyyLiaeT HyTPUTMBHLINA CTaTyC, OKa-
3bIBAET BblPaXEHHOE MPOTMBOBOCNANUTENBHOE AEWCTBUE:
CHUXAET KOHLEHTPALMIO MHTEPAENKUHA-8 1 HENTPODUIBHON
anacrtasbl. [lopHasa anbda adpdekTvBHa Npy OAHOKPATHOM
WHranaummn B AieHb, NpY ABYKPATHON MHransumm nonoXuTenb-
HbI 9P dEKT OT NeveHns okasblBaeTcs cubHee [16].

CteneHb 6poHxmnanbHon o6CcTpykummn npu MB MoryT cHu-
31UTb GpoHxoamnaTaTopbl. BpoHxoamnaTaTopbl M3 rpynmbl
[B,-aroHncToB ABNAIOTCS CTAHAAPTHBIM KOMMOHEHTOM 6a3uc-
Hoi Tepanuu MB. 9bdeKTBHOCTb NPUMEHeHUS B,-aroHunc-
TOB KOPOTKOro Aeinctaus y 6onbHbIX MB foka3aHa B psige nc-
cnepoBaHuii. MNokasaHo, 4TO B neveHur 6pOHX006CTPYKTUB-
HOro cMHAPOMa Y B3pOCbIX 60NbHbIX MB aHTUX0NnMHEpruyec-
Kuin GpoHxoamnataTop (mnpatponus 6pomua) ahpekTusHee,
yeMm [,-aroHUcThI. Ycunenme 6a3vncHON Tepanmu y B3pOCbix
NnauMeHTOB aHTUXOJIMHEPTrMYeCcKMM BpOoHX0AMNaTaTopoMm
NPONOHIMPOBAHHOIO AENCTBUSA — TMOTPONUS 6POMUIOM B Te-
yeHve 6 Mec MNO3BOSIMAO CHU3UTb TAXECTb KAMHUYECKNX
CYMMNTOMOB ¥ MOBLICUTb TONEPAHTHOCTb K GU3NYECKON Ha-
rpyske.

Kune3utepanus

AbDEKTMBHOCTL MYKOIUTUYECKON 1 BPOHXONUTUYECKON
Tepanum BO MHOrOM 3aBUCUT OT Ka4eCTBa MPOBOAMMOW KNHE-
3uTepanun. Kunesutepanus — KOMMAEKC MeponpuaTuii, Ha-
npaB/ieHHbIX Ha MOOWMAIM3aUMIO 1M 3BakyaumMl MOKPOTbl U3
OPOHXMANLHOrO Aepesa. TPaAMLMOHHO NPUMEHSIEMbIE METO-
OVIKN: NEPKYCCUOHHDBIN Maccax, MOCTypanbHbIA APEHax, ayTo-
FEHHBbI APEHaX, LMK aKkTUBHOMO AblxaHus, XxadduHr. Mcnonb-
3YI0TCA TakXe LOMNOJIHUTESIbHbIE YCTPOMCTBA, Takme Kak dnar-
Tep ¥ akanenina, ycunusaoowye Bubpauunio OpOoHXManbHOM
CTEHKN 1 CO3[aloLwme NoNOXMTENBHOE AaBNIEHNE HA BblOOXE,
4TO MO3BOMSET NPEeAOoTBPALLATb 3KCAMPATOPHLIA KoAnanc
[17]. B HacTosILLEE BPEMS C YCMEXOM NPUMEHSIIOTCS NPUGoPHI,
TaKxe NO3BONAKOLME 33 CHET MEXaHWYECKOro BO3LENCTBUA
YNYYLWUTL 3BaKyaumio FTHOMHOW MOKPOTbI 13 GPOHXMANbHOro
[lepesa, Npex/e BCero aTo annapaTtbl A1 BUGPaLMOHHO-KOM-
NPECCUOHHON Tepanun 1 MHTPaBbPOHXMANLHON NEPKYCCUN.

BonesHb
B |

AHTUOaKTepuanbHas Tepanus

Hanuune xpoHn4eckon pecnnpaTtopHon nHdekumm B oc-
HOBHOM OMNpeaensieT TXecTb 06LEecoMaTU4ecKoro cocTos-
Hust Npu MB. B cBSI3W C 3TUM aHTMOaKTepranbHas Tepanus
NPeLCTaBASETCs OAHUM M3 CaMblX BaXHbIX HampasieHuin B
neyebHbIX MeponpusTUSX. TaXecTb MHPEKLMOHHOro npo-
Lecca B nierkmx 06ycnoBneHa kak pasnnyHbIM XxapakTepom na-
TOFEHHOM MUKPOGhNOPLI, Tak 1 MOPQONOrM4eCKUMU N3Me-
HEHWSMK, CHOPMUPOBAHHLIMU B OPOHXONErOYHON CUcTEME
BC/NeACTBME XPOHNYECKOro BocnaneHus. B petckom Bospacte
Hanbonee 4yacTbiM BO30yAMTENEM SBASIETCS 30/10TUCTLIV CTa-
OUNOKOKK, OAHAKO Yy B3POCAbLIX HaYMHAET LOMUHMPOBATb
CVHErHonHasa nanoyka v gpyras rpamoTtpuuatensHas dnopa
[4-6, 9].

Takune dakTopsbl, kak 0COOEHHOCTN PAaPMAKOKMHETUKM aH-
TMONOTMKOB Npy MB (MakcManbHas KOHLEHTpauus aHTUomo-
TVKOB B CbIBOPOTKE KPOBU Yy 60onbHbIX MB HIUXE, Yem npw BBE-
[leHWV TOW xe [03bl npenapaTa 60/bHbIM C APYroi NnaTonorn-
eli), BHYTPUOPOHXMANIbHOE PacCnofiOXEeHNE MUKPOOPraHU3-
MOB, MJIOXO€ MNPOHWKHOBEHME B MOKPOTY OONbLUMHCTBA
aHTUBMOTMKOB, YACTO BCTPEYAIOLLASICH aHTUOMOTUKOYCTON M-
BOCTb MUKPOOPraHU3MOB, AVKTYIOT HEOOXOAMMOCTb BHYTPU-
BEHHOrO BBEJEHUS BbICOKMX PA30BbIX M CYTOYHbIX 403 aHTU-
6uoTmkoB [18]. Beibop aHTMGaKTepurasbHbIX NpenaparoB 3a-
BUCUT OT pesynsrata M1KpoObMoNorMieckoro UccnefoBaHus
MOKPOTbI 1 @aHTUBUOTUKOrPaMMBI.

WHransumoHHas aHTubGakTepuanbHaa Tepanus

WMHranaumm aHTnbunoTnkos 6onbHbIM MB npoBoasTes anm-
TENbHO, HA MPOTSKEHWU MHOMUX NIET, 4TO NO3BONSET A06M-
BaTbCA 60s1ee BbICOKO KOHLIEHTPaLMM NpenapaToB B GPOHXU-
anbHOM CEKpeTe 1 KOHTPOMPOoBaTb 06CEMEHEHHOCTb MOKPO-
Tbl Pa3/MyHbIMU BO30YauTENsMu. PazpaboTaHbl cneuyaniam-
POBAHHbIE WHransaUMOHHbIE POPMbI NMPOTUBOCUHETHOMHBIX
npenapatoB Ans nedeHms MB — 3TO MHransauMoHHbIN Tobpa-
MWULMH, KONUCTUH 1 a3TpeoHaM. B MHOro4MCneHHbIX MHOMO-
LIEHTPOBbLIX UCCNEeN0BaHUsAX [oka3aHbl 6e30MacHOCTb U Kn-
Huyeckass 3P EKTUBHOCTb MHraNSALMOHHOrO TOOpaMULIMHA,
CHUXeHVe 4ncna 0BOCTPEHUN, ynydlleHne PecnmpaTopHOii
YHKUMM Y YMEHBLUEHNE KOMOHM3ALLMN CUHETHOMHOW NaNoykm
y 60/IbHbBIX, MOYYaBLIMX 3TOT Npenapar, No CPAaBHEHMIO C KOH-
TponbHO rpynnoi [19]. Ana TobpammumHa 1 KONMCTUHA Tak-
Xe co3faHbl cneupanbHble GOopMbl B BUAE CYXOro NMOpPOLLKA,
6onee ynobHble B MPYMEHEHWM, YTO MOBLILIAET MPUBEPXKEH-
HOCTb OOJIbHBIX K JIEYEHMIO. B Mype npofonxaioTcs nceneno-
BaHUS MO U3Y4eHNO 3GPEKTUBHOCTU MHIANAUMOHHBIX GOPM
amyiKauyHa, neBodokcaLmHa v umnpodnokcaumHa.

TpaHcnnaHTauus nerkux

TpaHcnnaHTaums Nerkux SBNSeTcs ewe OAHUM LUaHCOM
ns 60nbHLIX MB nocne Toro, kak pecypcbl MeAMKaMeHTO3HOW
Tepanuu ncHepnaHsbl.

[MokasaHnsMu K TpaHcnnanTaumm nerkmx npy MB ssnsioT-
€A1 BblpaXeHHas AbIxatenbHas HepocTaTodyHocTb ¢ OPB; me-
Hee 30% OT JOMKHOrO, rMNoKCeMus, rmnepkanHms, Gopmmnpo-
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BaHWE NIerO4YHOW rMnepTeH3un, OTCYTCTBME NPOTUBOMOKa3a-
HWIA, aKTMBHOE XenaHne 60SbHOrO0.

Koppekuus x/10pHbIX KaHanoB

B TO Bpemsi kak reHHasi Tepanusi CTOSIKHyJacb C PSaoM
0OBEKTVBHBIX CIOXHOCTEN, JOCTUrHYTLI ONPeAeNeHHbIE ycne-
X1 B KOPPEKLMN HapyLleHNst QYHKLIMK XNOPHbIX KaHanoB. Tak,
npumeHeHune VX-770, Tak Ha3bIBAEMOro “KOppekTopa” xnop-
HOro KaHana, nNpu KPaTkoCPOYHOM M AONrOCPOYHON Tepanun
(nccnepoBanune STRIVE) y 60/bHbIX XOTS Obl C OAHOW KOnuei
myTaummn G551D npueeno k npupocty OPB; B cpegHeM Ha
17% no oTHocuTENbHLIM BenuynHam 1 Ha 10,5% - no abco-
JIIOTHBIM, 4acToTa 060CTPEHUI CHU3MUNAch Ha 55%, Macca Te-
na yBenuyunack Ha 2,7 kr. MoaTeepXaeHMEM HopManm3awum
YHKLMN XNIOPHOTO KaHana iB1I0Ch CHUXEHNE KOHLEHTPALMN
X/I0PUZI0B NPU NPOBEAEHUM MOTOBOr0 TECTa: CTaTUCTUYECKNM
3Ha4YMMOe ee CHUXeHWe Habnaanock B rpynmne naumeHTos,
nonyyaslmnx VX-770, B otnmyme ot rpynnel nnauebo. K 48-i
HefZlene CpefHuin YpOBEHb XNI0PMAOB NOTa Y NALMEHTOB, NOJy-
yaBwmx VX-770, 6bin Hwke 60 mMmonb/n [20]. Pesynbrathl
STRIVE n noxoxwue ycnexu B uccnegosanum ENVISION, B koT0-
poe Obinn BKAoYeHbl aeTn 6-11 net, obycnosunm peructpa-
Lpio npenaparta YnpasfieHeM no KOHTPOJSIO 32 KaYECTBOM Mu-
LLIEBbIX NMPOAYKTOB, IEKAPCTBEHHbIX MPEnapaToB 1 KOCMeTNYe-
ckux cpencts CLLA (FDA) non Ha3saHuem Kalydeco. B HacTo-
Aulee Bpems uccnegyetca gautenbHas Ttepanus Kalydeco y
naumeHToB ¢ myTtaumeii G551D BHe 3aBUCMMOCTU OT QYHKLMN
nerkux (nccnepoanue PERSIST) 1y 60nbHbIX C APYrUMU My-
Taumsmu (nccneposaHns KONNECTION, KONDUCT). Takxe
npofomkalTcs paboTbl MO CO3OaHUI0 OPYrUX BELLECTB, B
YyacTHoCTM “noteHumaTopos” — VX-809, VX-661, Bansiowmx Ha
OYHKLMIO XNOPHOr0 KaHana.
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Takum 06pa3om, nedeHne 605bHbIX MB 0CHOBAHO Ha KOM-
NAEKCHON Tepanuu C NPUMEHEHMEM aHTMOaKTEPUaNbHbIX,
MYKOJIUTUHECKUX 1 BPOHXONUTUHECKMX MPenapaToB B coveTa-
HUK C pepMeHTOoTepanuen n KuHesutepanuei. NepcnekTusbl
JIeYeHNs CBA3aHbl C AasibHenwelt pa3paboTkoi aHTMbakTepu-
anbHOV Tepanuu, METOA0B TPAHCMNAHTALUM Y FEHETUHECKON
KoppeKuun ocHoBHoro aedekta MB.
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