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bonee 70-Tv neT Npowso ¢ MOMeHTa onucaHnsa PaHKoHM
(1936) 3aboneBaHus, 06yCNOBAEHHOIO KUCTOGMOPO3OM
NOAXKENyAOYHON enesbl U ywe 20 net — c Bblgene-
HMA reHa mMykoBucumao3a (1989). B HacTosuiee Bpems
MyKoBucuUMao3 (MB) xopolo U3BeCTEH He TOMbKO neauva-
Tpam, HO u TepaneBTam. OgHaKko B Poccuun 3aboneBaHune
4acTo He uaeHTudUUMpyeTCs BOOOLLE MAW AMArHOCTU-
pyeTtca no3gHo. Mo gaHHbIM POCCUMMCKOro LeHTpa MyKo-
BMCLMAO03a, CpeHN BO3pacT NOCTaHOBKK AnarHosa MB
coctaBnseTr 2,54 + 0,62 roga, Toraa Kak B CTpaHax
3anagHon Esponbl u CeBepHont Amepukn — 11 mec [1].
B HacTosillee Bpems ynyylleHWe AUMArHOCTUKM CBA3aHO
C BHEeApPEHWEM HeOoHaTalbHOrO CKPUHKUHIa. B 3TOM CcMbIC-
ne 60nbHbIM, poamBluMmcsa Ao 2006 r., NnoBe30 MeHb-
we. NHoraoa OEencTBUTENbHO CYLLECTBYIOT OOBLEKTUBHbIE
TPYAHOCTU 4S9 CBOEBPEMEHHON AnarHocTuKKM MB B cuny
OTCYTCTBMS SIBHbIX K/1I@CCUYECKUX CUMMTOMOB 60JIE3HM,
TaKUX KaKk ManbabcopbLuma U KIMHUYECKU BbIParKEHHbIN
XPOHMYECKMN BPOHXONEroYHbIM NpoLiecc. B 1o e Bpems
HEeo6X0AMMO NOMHWTb, YTO MNATONOrMYECKNE UBMEHEHMNS,

I.K. Asherova, V.V. Tarakanova

ABNFIOWMNECH MOCNEACTBMEM MyTaUMU reHa MYKOBWUC-
LUMao3a, B paBHOWM CTENeHW 3aTparnBaloT U CAU3UCTYIO
060/104Ky HOCa C OKONOHOCOBbLIMW nasyxamu. Cnegyet
NpU3HaTb, YTO COCTOSHWUIO BEPXHWUX AblXaTeNbHbIX MyTEN
MU UX NIeYEeHUI0 HeomnpaBAaHHO yaensieTcs HefoCTaTo4yHO
BHUMaHUA. [lencTBUTENIbHO, NPOTrHO3 60/1e3HM onpeaens-
€7Csl B OCHOBHOM COCTOSSHUEM BPOHXONEMOYHON CUCTEMDI,
nokasaTtensimu neroyHom dyHKUnn. B To e Bpems, Bepx-
HWE U HUXKHWE BO3YXOHOCHbIE NYTU NpeacTaBNAoT cCoO0M
LLe/IOCTHYIO CUCTEMY W TECHO B3aMMOCBA3aHbl MeXay
cobon. Hocornotka M OKONOHOCOBbIE Na3yxu SBASIOTCHA
noTeHLUKnaNbHbIM 04aroM NepBUYHOM KOJIOHU3aLUK ablxa-
TeJIbHOW CUCTEMbl OMMOPTYHUCTUYECKUMU BaKTEPUAMMU,
npexnae Bcero, Pseudomonas aeruginosa, 1 MECTOM MX
JanbHenwero pasdMHoXeHus [2]. ANchOYyHKUUS BEPXHUX
AbIXaTeNlbHbIX MyTEeW, HapylweHue CUCTEMbI KJIUPeHca,
YBaXXHEHUS U COorpeBaHns BAbIXaeMOro BO3[yxa Hera-
TUBHO BJIMAET Ha HUXKENexallme oTaesbl pecnnupaTopHom
CUCTEMBbI, MOBbILLIAET 6POHXUANbHYIO TMNEPPEAKTUBHOCTD,
CNOCO6CTBYET KOJNIOHM3aLMKW NaTOreHHblX MWKpoopra-
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KnuHu4yecKoe HaGnogeHue

Puc. KT npuaatoyHbIx nasyx Hoca (06bACHEHUS B TEKCTE)

HWU3MOB. MHOrga U3MEHEHUS CO CTOPOHbI HOCa M OKOJIO-
HOCOBbIX Ma3yx AOMWHUPYIOT B KAWHUYECKON KapTUHE
MYKOBMCLMAO3a, YTO MOXET Bbl3blBaTb 3aTPYAHEHUSA MPU
NocTaHOBKe AnarHosa.

Llenb npeseHTaumMm — NpeactaBuTb Clydyal No3gHen ava-
rFHOCTUKN MB 'y 60/1bHOTO 6 neT.

MauneHT L. 6bin rocnutanMsanpoBaH B MyIbMOHOOrNYe-
CKOe oTaefieHune ¢ Kanobamu Ha AnnTenbHbIn (6onee mecs-
La) MasionpoAyKTUBHbLIA Kallenb, 3al0XEHHOCTb HOCa,
CHUWXEHMWe cnyxa, KpaTKOBpPeMEHHOEe MOBbIEHME TeMne-
paTypbl Tena, yromnassemocTb. AMOynaTtopHo 6bla AnarHo-
CTMPOBaH ramMopO3TMOMUANT, MO MOBOLY KOTOPOro Malib-
YUKY NPOBOANSIUCEL aHTUOaKTepHuanbHasa Tepanus, MectHoe
nieyeHune, ogHaKo xenaemoro apdeKTa Noay4eHo He 6bio.
Mpogomxkanu HapacTtatb €nabocTb, HegoMOraHue, npu-
COefIMHWACS Kallenb, NosBunach oabllKa. locnegHas asu-
nacb NOBOAOM AN HanpaBfeHus pebeHKa B OTae/neHue
Ny1bMOHOMOMUMN.

M3 aHamHe3a M3BECTHO, YTO C MOMEHTa MOCTYNIEeHUs
B leTCKOE AOLWKONbHOE yYpexaeHne Manb4mK Yacto 6onen
pecnupaTopHbIMK 6ONE3HSAMU, KOTOPbIE NPOTEKANK C npe-
MMYLLECTBEHHbBIM NMOpaXKeHMeM HOCOMOTKKU. Habnogancs
NNIOP-BpayoM € AMarHo3amMu «XpPOHUYECKUN afeHOUOUT»,
«Peumnansupyolwnm cuHycuT». [laBHo 6ecnokonnv 3aTpya-
HEeHWe HOCOBOIrO AblXxaHWs, «THYCaBOCTb» rofioca, MNOHUKe-
HUWe cnyxa.

lMpu ocMoTpe: ManbyuK MNPaBUIILHOTO TEJNIOC/IOXKEHUS,
BECO-POCTOBble MoOKasaTe/lM COOTBETCTBOBaIM BO3pacT-
HOWM HopMe. bneaeH, acteHn3npoBaH. [bixaHWe Yyepe3 HOC
NpaKTUYECKU OTCYTCTBYET, OTAEI eMOe 0OUNbLHOE, C/IM3UCTO-
FHOMHOrO xapaktepa. CHUKeH cnyX. YBenuyeHbl permoHap-
Hble nuMdoy3nbl. Y4 — 24 B 1 muH, Sat O, — 98%. [pyaHas
KneTka npaBuibHOW ¢opmbl. [bixaHWe B Nerkux nposo-
OWTCS BO BCe OTAelbl, yMEPEHHO OCnabneHo Haj cpeaHewn
nonen. Xpunbl HEOBUbHbIE, CyXMe U BMaXKHble cpeaHeny-
3blpyaTble, AMDPY3HOro xapakrepa, BblOX CBOOGOAHbLIN.
HKnUBOT MArKMM, 6e360Ne3HEHHbIN, MNeYeHb, cene3eHKa
He yBenun4eHbl. CTyn 2—3 pa3a B CYTKMU, 4OBOIbHO 06U/b-
HbiM. Mama Bcerga obpalliana BHUMaHMe Ha NOBbILLEHHbIN
anneTut y pebeHkKa.

BbiiBNeHbl NpuM3HaKKM BOCNaNUTENbHOro 6GaKTepuanbHo-
ro npouecca No JaHHbIM O6LEro aHanu3a KPoBW: HEN-
TpodUNbHbIA (71%) nenkouutos (11,2xX10°/n), ysenu-
yeHHas CO3 (go 20 mm/4ac). buoxmmumyecknin aHanus
KpOBW: 06WMIK 6enok — 77 r/a, anbbymmH — 51%, rno-
OyuHbL: oy — 5%, o, — 12%, B — 17%, v — 15%,
CPBE — 16 mr/mn, AcT — 31 E/n, AnT — 45 E/n, move-
BMHa — 2,6 MMOnb/Nn, KpeaTuHuH — 0,043 mmonb/n,
6unnpybuH — 8,5 mmonb/n, TuMonoBas npoba — 0,7 E/n,
rMoKo3a KposBu — 4,6 MMOJb/ 1.

Ha peHTtreHorpamme u KT npuaaTtodHbiX nasyx Hoca
(pUC.) — CHWXKEeHWe NHeBMaTU3aLuu BepXHEeYentoCTHbIX
nasyx M KIETOK pelletyaTtoro naéupuHta. JIOP-Bpavyom
AnarHocTMpoBaH [ABYCTOPOHHUM KaTapaibHO-THOMHbIN
ranMopo3TMOUAMT.

B cBA3KM C HanuMuymeMm ayCKynbTaTMBHOW CUMMNTOMATUKK
B JIErKMX BbINOSIHEHA PEHTreHorpamma rpyaHou Knert-
KW, roe o6Hapy»KeHbl MHOWUNLTPATUBHO-aTeNeKTaTuiecKme
U3MEHEHUS B cpeaHen pone, Ha GoHe ABYXCTOPOHHEe-
ro yCUNEeHWst NIErO4YHOro PUCYHKa No MHTEPCTULMaNbHOMY
TUNY, paclunpeHne KopHen. Hanuume WMHOUALTPATUBHBIX
M3MEHEHUN B JIETKMUX 6€3 KIIMHUKKM OCTPOKW pecnupaTopHOM
MHOEKLMM NOCNYKNIM NOBOAOM NS NPOBEAEHUSA BPOHXO-
CKOMWUKU. DHAOCKOMMUYECKM BbISIBIEHA KapTUHa BYXCTOPOH-
Hero KartapallbHO-THOMHOIro 3HAOGPOHXWTA C HalU4ynem
ryCTOM BSISKOM MOKPOTbI, 4TO NO3BOJIUIO MPEANONOKNUTb
[AMarHo3 MyKoBMUCLMAO3a.

BbinosHeH nOTOBbLIM TecT Ha annapate «MaKkpoaaKT».
CopeprkaHue x10pnaoB B MOTOBOM UAKOCTH COCTaBMNO —
90 mmonb/n (Hopma 40-60 mMonb/n). [iBa nocneayoLmx
MOTOBLIX TECTa TaKXe YKa3blBaiu Ha COAepKaHue Xnopu-
0B, npeBblwatowmx 80 mMmonb/n.

Konponoruyeckoe uccnefoBaHuWe NaToNoOrMuM He BbISBUIO.
AKTVWBHOCTb TPMMCMHA COOTBETCTBOBANA NATOMY Pa3BeLEHMUIO.
Mpu ynbTpa3ByKOBOM WcclegoBaHMM obpaliana BHUMAa-
HWe MOBbILEHHast 3XOreHHOCTb NOAXKENYAOUYHOW Kenesbl.
Pasmepbl 1 CTPyKTypa neyeHn MU3MEHEHbI He Bblun.

Mo aaHHbIM KUccnefoBaHMa Nero4Hon GYHKLMU BEHTUAALM-
OHHbIX HapyLUEeHWH He 06Hapy*keHo: OPB, — 87%, XKEJT —
81%, ®HKEJT — 84% OT JOMKHbBIX 3HAYEHWW.
KomnbloTepHaa Tomorpadus ferkux npoaemMoHCTPUpoBa-
Na Hannyve MenKux GPOHXO3KTa30B, MPEUMYLLECTBEHHO
B MpaBOM JierkoM. M3 MOKpOTbl 1 0TAEeNnsemMoro u3 Hoca
nofly4eH MacCCUBHbIM POCT METULMINUHYYBCTBUTENBHOIO
Staphylococcus aureus.

C y4yeTOM MONyYeHHbIX Pe3ynbTaToB UCCNefOoBaHUSA Ava-
rHo3 MB He BbI3blBan cOMHeHuUs. No3gHee 6b110 NoyYeHO
reHeTMYecKoe MNoATBepxAeHWe 3aboneBaHus, a UMEHHO
MyTauns delF508 B retepo3MroTHOM COCTOSIHUM.
Ha3Ha4yeHbl BHYTpMBEHHAs aHTUCTAadWUIOKOKKOBas aHTU-
GaKTepuanbHaa Tepanus, naHkpeaTtMyeckne bepMeHThl,
3HAO0HA3aNbHO — «yln» C PUIUONOITMYECKUM PacTBOPOM,
OPOHXONUTUKM, aLETUILUCTEUH BHYTPb, MNYbMO3UM WHra-
NAUMOHHO, KUHE3UTepanus.

C y4yeTOM BbIPAXEHHOCTM KIAMHUKKU CUHYCWUTa, €ro
HEeraTMBHOro B/IUSIHUSI HA KAYECTBO KU3HU GONBbHOMO, Mbl
BNepBble UCMONb30BaNW 3HAOHA3anbHO AOpHa3dy anbda
(Mynbmo3um, «d. XobdmaHH-IIa Pow Jitg.», LBenuapus)
yeped nHranatop PARI SINUS no 2,5 mr B TeyeHue A4Byx
Hefenb. lNynbcupylowasa nojavya a’po30/asd B COYETaHUU
C MYKO/IMTUYECKUM 3bHEKTOM NynNbMO3UMa Mo3Bosina
B Te4YeHWe KOPOTKOro nepuvoja BPEMEHM BOCCTAHOBWTb



HOCOBOE [blxaHue, OOOUTbCA TMOJIHOW CaHaLuu, 4ero
He yaaBanocb caenaTb Ha GoHEe MHOMOYUCEHHbIX KYPCOB
aHTMbaKTepuanbHOM Tepanuu.

MynbMO3UM yny4dlwaeT PeOosorMyecKne XapaKTEPUCTUKM
BA3KOro cekpeta npu MB 3a cyeT pacwenneHns aamHHbIX
uenen AHK, B 3Ha4YMTENbHOM KOMMYECTBE COAEPIKALLMX-
CSl B CEKpeTe AbIxaTenbHbIX NyTel B pe3ynbraTe pacnaja
HENTPOOMNOB, B WM3OLITKE MPUCYTCTBYIOLWLMX B THOWHOWM
MoKpoTe. [ynbmo3um ¢ 2006 r. BKAOYEH B 6Ga3WUCHYLO
Tepanuio 60/bHbIX MyKOBMUCLMAO30M B Poccuun. NMommnmo
BblPaXEHHOro MyKOMTUYECKOr0 AENCTBUSA, OTMEYEHO CHU-
eHWe MUKPOOBHON 06CEMEHEHHOCTU AbIXaTeNbHbIX MyTEN,
3amMeqsieHMe nafgeHusa neroyHon OGyHKumMn. CeBegeHun
06 MCMONb30BaHWKU MynNbMO3MMa AN NIeYEeHUS XPOHUYe-
CKMX PWUHOCMHYCMTOB Ha CEroAHsLIHWA AeHb MOKa Heao-
ctaTo4yHo. Brnepsble 06 ycnewHOM MNPUMEHEHWUU 3ITOrO
npenapata y 5 60abHbIX MB ¢ XpOHWYECKUM PUHOCUHYCHU-
TOoM 6bI/10 coobuieHo B 2008 r. Jochen G. Mainz Ha 31-#
EBponenckon KoHbepeHuunn no MB [3]. [TOCKONbKY OKONO-
HOCOBble Ma3dyxu coo6LaoTCA € NOMOCTbIO HOCa Mmocpen-
CTBOM Y3KMX COYCTbEB, /lydllee NMPOHUKHOBEHWE Npenapa-
Ta AOCTUraeTcs NynbCUpYIoLLEN Nogayen asapo3ons vyepes
PARI SINUS, KoTopas co3gaBanacb 3a cHeT BO3HMKHOBE-
HUS rpagueHTa AaBneHns n KonebaHui cTpym Bo3ayxa.
MauneHT Habnogaetcs B ueHTpe MB. Ha ¢oHe nocto-
AHHOW 6a3WCHOM Tepanuum COCTOSHWE CTabuanM3npoBa-
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KoHcynbtaTuBHO-AnarHoctuyeckuin uenTp (KAL) ans aetein n nogpo-
CTKOB Hay4Horo ueHTtpa 3a0poBbs getern PAMH okasbiBaeT NofHbIN
CMEKTP KOHCYNbTaTUBHbIX M 1a60paTOPHO-UHCTPYMEHTaNbHbIX Meau-
LIMHCKUX yCnyr ans xutener MockBbl, MOCKOBCKOM 06nactu, Poccuu,
CTpaH 6AMKHEro 1 JabHero 3apy6exbs.

06cnegoBaHue 1 neveHne aeten u noapocTtkoB B KL, ocyuiecTBns-
10T Bpayu 28 cneumanbHOCTEN (aneproaoru-MuMMyHONOMM, AepmaTo-
N10rW, HEOHATOJIOMM, FaCTPO3IHTEPONOMU, KapAuonori, peBMaTosonu,
Hedpponoru, yponoru, rmHeKonoru, ncuxoHesponoru, JIOP-Bpauwu,
XWPYPru, CTOMaTtonoru u ap.).

B KL, npoBoAMTCA LWMPOKMIA CNeKTp GYHKLUMOHaNbHbLIX METOA0B
obcnenoBaHua y aeten ¢ poxkaeHua go 18 net. OtaeneHne MHCTpy-
MEeHTaNbHbIX U 1abopaTopHbIX METOAOB UCCIeA0BaHWI pacrnonaraert

J10Cb, YNY4LWWIUCb CaMOYYBCTBUE, IMOLMOHANIbHBIN TOHYC,
B Te4YeHne roga 060CTPeHU He 6bIN0, B rocnutannidaunu
pebGeHOK He Hy)aascs, oTMeYeHa Bo3pacTHaa npubasKa
Maccbl Tena. Manb4YnK BaKLMHMPOBAH OT NMHEBMOKOKKO-
BOW U reMOoPUNbHON MHDEKLNIA.

Takum 06pa3oM, reHeTUYeCcKnin noammopduam 3abone-
BaHUg Hapsgy Cc BausHueM GaKTOpPOB BHELWHEW cpegbl
obycnoBnAMBaeT BblpaKeHHOe (GEHOTUNUYECKOEe MHOro-
ob6pasne dopm MB. B npeacraBfieHHOM KIMHWUYECKOM
cllyd4ae MOJIMCUHYCUT ABUICA OCHOBHbIM KJIMHWYECKUM
nposiBieHnemM 3aboneBaHuWs, 3aByalMpoBaB CUMIMTO-
Mbl CO CTOPOHbI HUMHUX AbIXaTefbHbIX NyTEW, Hanuyue
KOTOpbIX Mpu Gonee TwaTeNbHOM 06cCnefoBaHUM TaKxe
He Bbl3blBaso COMHEHWN.

[aHHbIA KIMHUYECKUIA Cllydan MOXET CIYXUTb NOATBEPXK-
LEeHWEM HEOBXOAMMOCTU NPOBEAEHUSA MOTOBOrO Tecta Ang
ncktovyeHns MB 601bHbIM C AUTENBHO TEKYWKUM BoOcna-
JINTENIbHbIM NPOLLECCOM BEPXHUX OTAEN0B PECMUPATOPHOro
TpaKTa, B 4aCTHOCTH, NMpMUAaTOYHbIX Na3yx Hoca, KOTOPbIX
OT/IMYaeTCa YNOPCTBOM TeYEeHUs, TOPNUAHOCTbIO K MPOBO-
AMMOWN Tepanuu.

JHAOHa3anbHOEe UCMOMb30BaHWE MybMO3MMa C MyKOJU-
TUYECKOM Lenblo y 60nbHOr0 MB ¢ HapyweHnem KnpeHca
BEPXHUX [AblXaTefbHbIX MyTel OKa3anocb 3POEKTUBHbLIM,
YTO MO3BOJIUI0 JOBUTHCA MOJIHOrO BOCCTAHOBJIEHUS HOCO-
BOrO AbIXaHWs, Cnyxa, yNyylleHnsa KavyecTBa XU3HW.

3. Mainz J.G., Mentzel H.J., Schneider G. et al. Sinu-
nasal inhalation of dornase alfa in CF. Results of a double-blind
placebo-controlled pilot trial // J. Cystic. Fibrosis. — 2008. —
V. 7. — 27 (abstract).

HOBeNLWen annapatypow A8 NPOBEAEHWS MarHUTHO-PE30HAHCHOWM
Tomorpadum (MPT), AeHCUTOMETPUU, YLTPa3BYKOBbLIX UCCNefoBa-
HUI BCEX BUAOB, ANeKTpo3HUedanorpadum (B TOM Yncne ¢ gimTenb-
HbIM BUAEOHa6N0AEHNEM), CYTOYHOrO MOHUTOPUHIA apTepUabHOro
[aBneHus, onpeaeneHns GyHKLUMU BHEWHEro AblxaHus 1 ap.

Ha 6a3e KoHcynbTaTMBHO-ANArHOCTUHECKOro LieHTpa yCnewHo GyHK-
LIMOHMPYET OTAeNeHue CTaluoHapo3amelLalowmx TEXHONOrUn, B
COCTaBe KOTOPOro OTKPLIT LIeHTp ceMenHOoM BaKLMHONPOPUIAKTUKK.
OTaeneHune craunoHapo3oMmelLaowmx TexHonorni (OC3T) — yHM-
KalbHOe MHOronpoduibHoe OTAeNeHne AHEBHOro npebbliBaHUs
nauuneHToB. MMEHHO 3aecb AETU C Pa3MYHbIMU COLMANbHO-3HAYU-
MbIMWU GOSIE3HAMM MOTYT MONYYUTb BbICOKOKBaNUPULMPOBAHHYIO
KOHCYNbTaTUBHYIO U NeYebHyl0 MOMOLLb U B CXaTble CPOKU MPONTU
NnosHoe O6LLEKNNMHUYECKOE U CNeLunani3MpoBaHHoe o6cneaoBaHme,
He pasnyyasicb C POAMTENSMU U HEe HapyLlas NOBCEAHEBHOro rpadu-
Ka CBOEW XU3HU. A poauTenam aeTen 6e3 BblparKEHHbIX OTKIOHEHWUH
B COCTOSIHMM 3[0POBbSi, OCOGEHHO Majllero Bo3pacrta, NoOMoryT
npaBWbHO Mogo6paTh NUTaHWe, COCTaBUTb MHAMBWAYaNbHbIE MPO-
rpamMmbl HabnOAEeHWS ChneuuanncToB, NPOBEAEHUs BaKLUMHaLWWM,
NCMXOMOrMYECKOro TpeHUHra. MHaMBuayanbHo nogobpaHHas Tepa-
nusi, BOSMOXHOCTb PeryasipHoro HabaoAeHUa cneyuanuctamu otae-
neHunsl, obpasoBaTtenbHble MPOrpaMmbl Ans poauTenen, — Bce 3T0
AB/IAETCA 3a/10rOM YCMeLHOro neYyeHuns geten u noapocTkos, obec-
neYyeHns UM 1 UX CeMbSIM BbICOKOIO Ka4yecTBa U3HW.

Appec: 119991, MockBa, JIoMOHOCOBCKMI NPOCNEKT, 4. 2/62,
Ten: peructpatypa — (499) 967-14-20, 134-03-64, 798-26-51,
KabuHetr MPT — (499) 134-10-65, OC3T — (499) 134-03-92,
LleHTp BaKkunHonpodunaktmkm — (499) 134-20-92
UHTepHeT-canT: www.kdcenter.ru, www.nczd.ru.
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