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OTOPUHOJIAPUHIOJIOTIA

nornan »AXisus

NpuMeHedue npenapama Gunynpem

HaqHy CTaThblO C ABYX KIMHUYCCKUX CIIYyYaCB.

e boAbHOM 20 AeT, 3a60AeA 0CTpO
21.11.2011 r. Temneparypa Teaa 39,2 °C,
repLieHne B TAOTKE, BOASHUCTbIE BblAEAEHMNS
M3 HOCQ, FOAOBHast GOAb, TSXKECTb B 06AACTU

OKOAOHOCOBbIX Ma3yX, Pe3KOe CHMXKEHWe
o060HaHUs. K Bpauy obpatnaca 24.11.2011 r.

¢ Bpau Bbinncaa AekapcTBeHHOe cpeacTBo. Kakoe!?
e bOAbHOM BbI3BAOPOBEA Yepe3 5 AHen.

CAy4yan 13 NpakTuKmn 2

e boAbHOI 28 AeT, 3a60AeA OCTPO ABA AHS Ha3aA,.
becrnokosT HacMOpPK, roOAOBHas 6OAb, TSXKEeCTb
B 06AaCTV OKOAOHOCOBbIX MasyX, CHUXeHue
o60oHaHMs. TemnepaTypa Teaa 37,2 °C.

e Bpau HazHauMA OAHO AeKapCTBEHHOE CPEACTBO.
Kakoe?

e bOAbHOM BbI3AOPOBEA Yepe3 5 AHeN.

Terepy naBaiiTe OOCYAMM TIpUBEICHHBIC CIIy4Yau.
B mmepBOM peub uaET, cKopee BCero, 0 TpUITMO3HOM 3a00-
JIEBAaHUM, TIPU KOTOPOM TOMMWHUPOBAIU TIPOSIBICHUS
BUPYCHOTO PUHOCUHYCUTA. YUUTHIBAsI MOJIOAOI BO3pacT
MalKeHTa, akTUBHYIO PeaKIvIo OpraHu3Ma, OTCYTCTBUE
CUMIITOMOB OCJIOKHEHMWS TPUIIA, Bpay Ha3HAYMII TTaly-
eHTy nperapat CUHYIIPET, YTO CITIOCOOCTBOBAJIO BBI3IO-
POBIIEHUIO TTAaI[IeHTa Yepe3 5 THeil.

Bo BTOpOM cilydae y maliMeHTa UMEET MECTO OCTpas
pecrmmparopHas BupycHas uadexmus (OPBW) ¢ ximuHu-
YEeCKUMHU MPOSIBJICHUSIMU BUPYCHOTO PUHOCHHYCHTA.
Hetsxenoe TeueHue 3a00J1eBaHMS, OTCYTCTBUE OCIIOXK-
HEHUI1 B BUIe OAKTepHaIbHOTO TIpollecca (OH, Kak Ipa-
BUJIO, TIPUCOEIMHSIETCS IIOC/IEe 5-TOo AHS OT Hadazia
OPBUM) maioT ocHOBaHMS TIojlaraTh, 4TO Ha3HAYeHUE
npenapata CuHyrper OyneT >P@eKTUBHBIM, YIUTHIBas
ero IPOTUBOBUPYCHOE, HPOTHUBOBOCITAJIUTENLHOE,
a TJIaBHOE, MYKOJIMTUYECKOE U CEKPETOIUTUYECKOE Aeii-
CTBHUE. DTO CPeACTBO Ha PACTUTENIBHOI OCHOBE TTOMOXKET
OpraHu3My IPOTUBOIEICTBOBATh BUPYCHOUN MH(MEKIINU
U TIpEIOTBPATUTh Pa3BUTHE OAKTEPUATBLHOTO OCIOXKHE-
HUSL.

CaMmoe TJIaBHOE, YTO JOJIKHBI MTOHATh Bpayu U Tamy-
€HTBI: HUKaK1UX aHTUOMOTUKOB B IIEPBbIE JTHU BUPYCHBIX
3aboseBaHuil! He MeHee BaxkHO ISl MallMeHTa He Mpu-
MEHSITH MPU OaHAJIbHOM MPOCTYAE COCYIOCYKMBAIOIINE
cpencta (IIpU OTCYTCTBUU ITOKA3aHUIA, €CJIM B TIPOLIECC
He BOBJIEYEHBI TPUIATOYHBIE ITa3yXyu HOCA, OpraHbl CIy-
xa). YacTo MBI CTaJIKUBaeMCsI C HEeIIPaBUIbHBIM TPaKTO-
BaHMEM MPOSIBIEHUI OOJIE3HU: IMPU HACMOpPKE YCUIINBaA-
eTcd CeKpelMsT CIIM3UCTON 000JIOUKOI Hoca, a pa3 Tak,
TO HaJ0, He MYIPCTBYs JYKAaBO, Ha3HAYaTh XUMUUYECKOE
BEIIECTBO, KOTOPOE ee YMeHbIIaeT. BrineleHre cekpeta
CITU3UCTON 00OJIOUKOI HOCA CITOCOOCTBYET OUYMILEHUIO
OpraHmM3Ma OT pa3JINYHBIX BPEIHBIX BEIIECTB, B T. 4. OT
0OaKTepHii M BUPYCOB, CITOCOOCTBYET YMEHBIIIEHUIO OTeU-
HOCTHW HOCOBBIX PAKOBUH M YIYYIIEHUIO HOCOBOTO JIbIXa-
Hus. B HacTosIee BpeMsI TOCTYIHBI (hapMaKoTeparneB-
THUYEeCKUE CPEeICTBa, YCUIMBAIOIINE Ha3aJbHYIO CeKpe-
U0 M TeM CaMbIM CIIOCOOCTBYIOIIME CKOpeWIIeMy
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DU peChuamopHaHE

IUEHE

BBI3IIOPOBJICHUIO 32 CYET IMPOGIIAKTUKY 3aCTOST CEKpeTa
B OKOJIOHOCOBBIX TTa3yXaX M €ro JaJbHEeMIIero HarHoe-
HUus. DTO KOpeHb IHWKJIaMeHa W TIperapaT W3 HeEro.
Hcrionp30BaAMe COCYNOCYKMBAIOIINX IIPEIapaToB 3a-
MeUTSIeT 3alIMTHBIC peaKIMy OpTraHu3Ma (MyKOIIMIUap-
HbBIII TPAHCIOPT) Ha 4-6 4, HapyllaeT caMOOYUIIEeHUE
MMPUIATOYHBIX TTa3yX HOCA, IPUBOINT K PA3BUTHIO CUMII-
TOMa PUKOIIIEeTa, KOTJa BHOBb M BHOBB TPEOYETCS TIpHUEM
STHX KaIellb ¢ OBICTPBIM Pa3BUTHEM MEIUKaMEHTO3HOTO
pUHUTA.

Xouy 0003HAYUTH CBOIO TOUKY 3pEHUS U IIPOITUTHUPO-
BaThb YmibsiMa Ociiepa, KOTOPBIN CKa3aj, 9TO <«OIBIT-
HBII Bpad OTIWYACTCS OT HEOMBITHOTO TOJTBKO OTHUM:
OITBITHBIN Bpad HazHadaeT OTHO JieKapcTBo it 10 60-
JIe3Hei, a HeOMBITHBIN Bpad — 10 JileKapcTB IS OMHOM
6ose3HM». [103TOMY ITOTIBITATHCST HAWTH TaKKWe YHUBEP-
caJlbHBIC TIperapaThl, KOTOPBIC BO3MEHCTBYIOT Ha CYTh
MMaTOJIOTMIECKOTO TIpollecca M B TO XK€ BpPeMsI MOTYT
OBITH TTOJIC3HBI TIPU IIEJIOM PSIZIC COYETAIONINXCS 3a00-
JIEBaHUI, — BOT UTO CTAHOBUTCS JIUISI HAC YPE3BBIYAITHO
BaXXHOM 3a1a4deil.

HamomHio, kak paboTtaeT 3aliuTa CIM3UCTON 000J104-
KW ObIXaTeIbHBIX TyTeil. OHa oOecIieymBaeTCs IBYMSI
CTIOSIMM CeKpeTa M paboTOil MepIaTeTbHOTO STTUTEIIHS.
PecHnuky mBIKYTCS B HIDKHEM, KUIKOM, CJIO€ (30JIb-
daze). CBepxy — TycTOil, BSI3KMIT ceKpeT (reib-casa),
KOTOpKII TTepeMeIaeTcss BMecTe ¢ 3aXBaueHHBIMU Jac-
TUIIAMHA C TIOMOIIIBIO MEpPIIATeIbHOTO 3rmTenus. [emb-
daza Tpon3BOAUTCS OOKAIOBUIHBIMU KJIETKAMHM, 30JThb-
(aza — cyOMyKO3HBIMU keJie3amMu. BupycHbie 1 OakTe-
puaibHBIe MHGEKINMU B pe3yIbTaTe YBEIMYCHUS JHCIa
OOKAJIOBUIHBIX KJIETOK IOBBIIIAIOT BHIPAOOTKY BSI3KOTO
cekpeTa (renb-dasbl).

BripaboTka 3071b-(a3sl 00ecIrieunBaeTCsd TPAHCIIOP-
tom xyopa depe3 CFTR-kananbr (Cystic Fibrosis
Transmembrane Conductance Regulator). I1pu Bocmase-
HUW I TEHeTMYECKUX HapyIIeHUSX (MyKOBHUCIIHIO3€)
yepes SMUTETNI TIOCTyIaeT MaJjio XJiopa, 30J1b-(a3a BbI-
CBIXaeT, PeCHUIKM OCTaHaBIMBaIOTCs. Pa3BuBaeTcs Kimm-
HUKa pUHOCHUHYCHUTA.

Yuensle n3 yHuBepcuteTa mraTa CeBepHas KapoanHa
(CHIA) mpennaraioT IIepecMOTpPeTh IIpelCcTaBICHUS
0 MexaHW3Me (DM3MOJIOTUUECKOTO OUHIICHUS JIETKUX U
IIBIXaTSIBHBIX ITyTEH OT MOMANAOIINX TYIa C BIBIXaeMbIM
BO3IYXOM ITaTOT€HHBIX YaCTHIlI ¥ MHUKPOOPTAaHMU3MOB,
YTO TTO3BOJIUT MO-HOBOMY B3IJISHYTH Ha 3THUOJOTHUIO U
Ipoliecc JICYCHNUST TaKMX 3a00JIeBaHMI, KaK acTMa, KWC-
TO3HBIM (PUOPO3 M XpoHUYEcKass OOCTPYKTUBHasi 00-
ne3nb nerkux (XOBJI). (24 asrycra 2012 1. paboTa omy6-
JIMKOBaHa OHJIAMH B XXypHaje Science.)

Puc.

CornacHO TpemIOKEHHON aBTOpaMM M ITOJYIWBIICH
SKCIIEPUMCHTAILHOE TIOATBEPKICHUE KOHIICIIIIUM,
BHYTPEHHMI CJION CIIM3U MMEET He XKHUIKYI0 KOHCUCTECH-
IIMIO, a elle 0oJjiee TYCTYI0, YeM BHEIIHUM, W IIpeaCcTaB-
JISIET CO0OI TUTOTHO OOBOJIAKMBAIOIINI PECHUIKH 1 BBI-
CTWJIAIONINY BCIO TOBEPXHOCTh IBIXaTCIbHBIX ITyTCU
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rejib, COCTOSIIIMIA U3 MYLIMHOB (BBICOKOMOJIEKYJISIPHBIX
TJMKOMPOTEMHOB) M MyKomnojaucaxapuaoB. PazHuiia
B KOHCHUCTEHLIMM 3THUX ABYX rejeil (BHEIIHEro M BHYT-
PEHHET0) OOBSICHSIET HECMELLIMBAHUE IBYX CJI0EB CEKpe-
Ta, 4TO MOIATBEPAMUJIA OCMOTHUYECKAs] MOJENIb Tpoliecca.
ABTOpPHI CpaBHUBAIOT 3TOT BHYTPEHHUI1 CI0M CO 1IETKOM
(puc.), YbM XeCTKHEe IMeTHHKU (TIOKPHITBIC TYCTBIM Te-
JIEeM PECHUYKM MepLATEJbHOIO SMUTEIUsI) OYUIIAIOT
NIbIXaTeJbHbIE MyTU OT BEPXHETO CJI0sI CIAU3U MpPU HOP-
MaJIbHOM KJIMpeHce. Takasi BHyTpeHHsIs «11eTKa» 0Jaro-
napst cBoeii 6oJiee IMJIOTHOM KOHCUCTEHIIMU SIBJISIETCS 3a-
IIIUTHBIM OapbepoOM Ha MyTU OAKTEPUil U BUPYCOB, CO-
JIepKalluXcsl BO BHELIHEM CJIO€ CJIM3M, K KJIeTKaM IM-
TeJIMS B 3I0pPOBOM OpraHU3Me.

Takue 3aboneBaHus, Kak cuHycuT, actMa, XOBJI nin
KMCTO3HBIN (huOpo3, HApYILIAIOT OajlaHC MEXIY CIOSIMU
TpaxeoOPOHXMATbHOIO CeKpeTa. XMMUUYECKUI cocTaB
BEPXHETO CJIOSI MEHSIETCSI, UTO TIPUBOAUT K U3MEHEHUIO
ero (pu3nyecKux XapakTeprucTUK: OH CTAHOBUTCS OYEHb
BSI3KWM, TABUT Ha «IIIETKY» U TeEM CaMbIM HapylIaeT HOp-
MaJIbHY1O PaboTy €€ «IIETUHOK», YTO CHUXKAET CKOPOCTh
BBIBEACHMS CJIM3U U3 JbIXaTeabHbIX MyTeil. Kpome Toro,
YBEJIMUEHME BSI3KOCTU BEPXHETO CJIOS IPUBOAUT K TOMY,
YTO pa3HUlla B KOHCUCTEHLIMU MEXAY CJIOSIMU hcue3aeT
¥ OHM HAYMHAIOT cMelMBaThes. BeneacTsue aToro mna-
TOr€HHBIM MMKPOOpPraHU3MaM, COJIEPKalMMCS B BEpX-
HEM CJI0€ CeKpeTa, yIaeTcs MPOHUKHYTh B KJIETKU DU~
TeJIus.

Yto xe mematp? Kak NIpOTUBOCTOSITH 3a00JIEBAaHUIO
WM OOpOTBhCA C Pa3BUBIIMMUCS OCIOXHECHUSIMU?
Nmenno mpenapat CHUHYIpPET MOMOXET 3(D(EKTUBHO
CIIPABUTBCSI C ITOU IIpobieMoii. PIaBOHOMIBI, Comep-
Kalecsl B KOMIIOHEHTaxX Mperapara, CIIOCOOCTBYIOT
YJIYUILIEHUIO OTTOKA CEKpeTa U HOpMaIU3aluu MYKOLIM-
JIMAPHOTO KJIMPEHCA, CTUMYJIUPYSI U aKTUBUDPYSl CEKpe-
o noHoB xiopa yepe3 CFTR-kaHanbr — BaxkHeH NI
TPAHCIOPTHBI MEXaHU3M B JbIXaTeJIbHBIX TTyTSIX.
B omnmbiTax in vivo u in vitro ObLJIO OIpenesieHO 3HAYM-
TeJIbHOE MOBBIIIEHUE TPAHCIOPTA XJI0pa MyTeM aKTUBa-
mun CFTR-kaHanoB. DTo IpUBOAMIO K HOpMAaIU3allun
MYKOLIMJIMAPHOTO KJIMPEHCa, Pa3XUKEHUIO IYCTOrO CeK-
pera, YCTpaHEeHHWIO OTeKa B 00JIaCTM OCTUAJIbHBIX OTBEP-
CTU.

YV 60JIbHBIX MYKOBUCILIMJI030M UMEET MECTO MYyTallMs
reHa, otBevaroriero 3a gpyHkumio CFTR-kanamoB (oHU
He 00pa3yioTcs). DTO HeoOpaTUMOe COCTOSTHHE, a TIpU
OCTPOM WUJIM XPOHUYECKOM BOCHAJIEHUU — OOpaTHMOE.
Kpowme toro, mpu 3ToM HabIogaeTcsl ycuiaeHue abcopo-
1M noHoB Na.

[MpwamHaMu HapymieHUsT GYHKIIMN TeTb-(ha3bl MOTYT
OBITH ITpOeCCUOHATbHBIC BPETHOCTH, TA0AYHBIN TBIM.

BbiB0QbI

o IIpu oCcTPbIX BUPYCHBIX U HETSDKEJIBIX OAKTEPUAD-
HBIX PUHOCHHYCUTAX HAa3HAYEHHE AHTMOMOTHKOB He
1es1eco00pa3H0 WM OKHO ObITh 3HAYHTEILHO
OrpaHM4YeHo, 0COOEHHO Y JeTeil.

o [Ipenmapar CuHynpert, 00JagaronMii MPOTHBOBUPYC-
HBIM, AHTHOAKTEPUAJIBHBIM, MMMYHOMOIYJIUPYIO-
HIUM, CEKPETOJIMTHIECKUM JIeiiCTBIEM, HOPMAJIN3Y-
eT BBIPA0OTKY HA3aJbHOI CIM3H (30.1b-(ha3bl) 3a
CYeT YJIydllleHHs] TPAHCTIOPTA XJIOPA, BOCCTAHABIIH-
BaeT HOPMAJIBHYIO Pa0OTy MepIAaTebHOT0 JMUTe-
.

e IIpenapat CunHynper MOXKHO HCNOJb30BAaTh B Ka-
YyecTBe Mpenapara [yis jJjedenus 3Tux GopM puHOCH-
HYCHTA B MOHOTEPANMY WK B COYETAHUHU C APYTUMHU
JIEeKapCTBEHHbIMH MpPeNapaTamMu. @_
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