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OCJTOHEHMA CO CTOPOHbI OPTAHOB AbIXAHUA — TTABHAA MPUYNUHA JIETAJIbHOCTU Y MAUMEHTOB C MYKOBUC-
LUMA030M. BOJIbLIOE 3HAYEHME B KOMTMTEKCHOM NNEYEHMWU XPOHMYECKOIO BPOHXONErO4HOI0 NPOLIECCA MME-
ET ALEKBATHAA! MYKONTUTUYECKAS TEPAMUKS. B 2004 I. BOMCKOM LEEHTPE MYKOBUCLIMAO03A A9 NEYEHUSA JETEN
HAYAJIN PEFYNAPHO NMPUMEHATE HOBbI MYKOJIUTUHECKMA MPEMAPAT JOPHA3A AJIb®A (MYNIbMO3UM, «. XODD-
MAHH-N1 POLU T/A,.», LUBEMLAPUSA). PE3Y/ILTATLI ABYX/TIETHEIO HABTFOAEHWA MOKASAJIN, YTO NPEMAPAT IOPHA3A
AJIb®A MOKET BblTb C YCNEXOM NMPUMEHEH B KOMIMJIEKCHOM TEPAMUW BOJIbHLIX MYKOBUCUMA030M, UMEHD-
LUMX NEPUOANYECKYHO N XPOHUYECKYHO KOJTOHU3ALMIO AbIXATESIbHBIX MYTEM CUHEFHOMHOW MATO4YKON.
K/IO4YEBbBIE CJIOBA: MYKOBUCLUMUAO3, AETU, AOPHA3A AJTb®A.

MykoBucumaos (MB) — oaHO M3 Hanbonee 4acTbiXx HAacNeACTBEHHO O6YCN0BNEH-
HbIX 3a60NeBaHNI, xapaKTepuayloleecs NoIMOpPraHHbIM nopaxeHuem. Mo oueH-
Ke akcneptoB BO3, B mupe exxerogHo poxaatotca 45-50 Tbic. AeTer C MyKOBMC-
LIMI030M, a YUCO reTepo3UroTHbIX HOCUTENEN 3aboNeBaHNs COCTaBNSET AECATKA
MWIJIMOHOB. B HacToOALWMMN MOMEHT YNCNO 3aPErMCTPMPOBAHHbIX NaLMEHTOB B Poc-
cum npesbiwaeT 1800, a peanbHoe 4Mcno 60/bHbIX B Halllel CTpaHe — MPeanoso-
UTENbHO cocTaBnsfeT 12—-15 Tbic. YyenoBeK. [MPOA0IKUTENBHOCTb XU3HU TaKMX
nauMeHToB AOCTaTO4YHO HM3Kasa (4o 40 net), No3ToMy B MOCAeAHUE rofbl PaHHSAS
[IMarHoCTMKa, NledeHne n peabunutaums 60bHbix MB MMEIOT BaXKHYO MEANKO-CO-
LMasibHYyI0 3Ha4YMMOCTb [1].

Heo6xoanmMo OTMETUTb, YTO B CBSA3M C TAXKECTbIO M HEOO6PATUMOCTbIO NAaTONOIMK, AaH-
HbI KOHTUHIEHT 60/1bHbIX TPEBYET NOCTOAHHOM AOPOrocTosLLEeN MEANKAMEHTO3HOM
Tepanuu. B ycnoBusix, Korga reHoTepanus CTONKHyNach ¢ PSAOM 06 bEKTUBHbIX TPYA-
HOCTeMN, 60/1blLIOE BHUMAHWE YAENSETCH HOBbIM GMOTEXHONOMMYECKUM U dapMaKono-
rM4Yeckum noaxoaam B neveHnn MB. CoBpeMeHHble MeToAbl NeYEeHUs BKIOYAIOT B
cebst aKTUBHYIO aHTMGaKTEPHabHYO TEPaNUI0 ¢ BBEAEHUMEM MYKO- U GPOHXONUTU-
KOB, 3aMEeCTUTENIbHYIO TEPANMIO BbICOKMMU A03aMU MUKPOCHEPUYECKUX MaHKpeaTH-
YeCKMnXx GEepMEHTOB, Ha3HaA4YeHME BUTAMMHOB, renaTonpoTEKTOPOB U 06a3aTeflbHoe
npoBeaeHne KuHeauTepanum (Guanotepanuun) 4ns yaaneHns MOKpOoThbl.
OCNOHEHUS CO CTOPOHbI OPraHoOB AblXaHUS — rNaBHas NpUYMHa NETaNbHOCTU Y
naumeHToB ¢ MB. MNaTtonormsa nerkmx xapakrepusyeTtcs 00CTPYKLUMEN AbIXxaTeNbHbIX
nyTen, BbiI3BAHHOW HAKOM/EHWEeM [yCTOro rHOMHOro OTAEeNsieEMOro, NOBTOPHbIMM
MHDEKLMAMU AblXaTelbHOM CUCTEMbI M NMPOrPECCUPYIOLLMM YXyALIEHUEM QYHKLMK
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THE MAIN REASON FOR THE LETHALITY AMONG PATIENTS, SUFFERING
FROM MUCOVISCIDOSIS. THE ADEQUATE MUCOLYTIC THERAPY IS OF GREAT
IMPORTANCE IN THE COMPLEX TREATMENT OF THE CHRONIC BRON-
CHOPULMONARY PROCESS. IN 2004, IN OMSK CENTER OF MUCOVISCIDO-
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F. HOFFMANN-LA ROCHE LTD., SWITZERLAND). THE RESULTS OF THE TWO-
YEAR OBSERVATION SHOWED THAT DORNASE ALFA MAY SUCCESSFULLY BE
USED IN COMPLEX THERAPY OF PATIENTS, SUFFERING FROM MUCOVISCI-
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NErkux. BaxkHyto posib B KOMMIEKCHOM JIEYEHUU XPOHUYECKO-
ro 6POHX0NErOYHOr0 NpoLiecca MMEET afileKBaTHasA MyKONUTH-
yeckasa Tepanus [1, 2].

B KayecTBe cpefcTB, pasrKuKatoLlmnx MOKPOTY, 40 HelaBHEro
BPEMEHM 0CTATOYHO YCMELIHO MPUMEHANW Takue npenapa-
Tbl, KaK aLETUILMCTEMH U aMBPOKCOS, KOTOpPble OKa3biBanw
NPeMMYLLIECTBEHHO CEKPETONUTUYECKOoe aencTBre. OaHaKo B
TeYeHune nocneaHux NeT ANs NedYeHus NaluMeHToB, cTpadato-
wmx MB, 6bi1 MPUMEHEH HOBbIM MYKONUTUYECKMI MpenapaT
fopHasa anbda (Mynbmosunm, «d. XobdmanH-I1a Pow Jita.»,
LLiBenuyapus). MNpenapat npeactaBnset cobon peKOMOUHAHT-
Hyto YenoBeyecKyto [JHK-a3y n cosaaH cneuunanbHoO ansa neye-
Hus MB. 3TO neKapCcTBEHHOE CPEACTBO pacluennsieT BOAo-
poaHble CBSI3KN BbiIcCOKOMonekynapHon IHK, npeobpas3oBbiBa-
€T AIMHHYIO MOIMMEPHYID HUTb B KOPOTKME MOHOMEPHI, Y4TO
GbICTPO M 3HAYUTENBHO YMEHbLLIAET BA3KOCTb THOMHON MOK-
pOTbl 3a CHET NpPeBpaLLEHNS CEKPETA AblXaTeNbHbIX NyTeN U3
He TEeKy4ero renst B XMaKocTb. 1o AaHHbIM HEKOTOPbIX aBTO-
POB perynspHoe Ucrnonb3oBaHWe AopHas3bl anbda AoCToBEP-
HO CHWXAET PUCK Pa3BUTUSA MHOEKLMI [biXxaTeNbHbIX NyTEN,
yMeHblaeT 06CeMEeHEHHOCTb MOKpOTbl Staphylococcus
aureus n Pseudomonas aeruginosa 1, COOTBETCTBEHHO, CO-
KpallaeT AnUTENbHOCTb Kypca NleyeHust aHTuGaKTepmabHbl-
MW npenapatamu ANns BHYTPMBEHHOro BBefdeHusa [1-3].
Takum 06pa3oM, HOBbIM NpenapaTt o6najaeT Kak MyKOUTK-
YeCKUM, TaK W MPOTMBOBOCMANMUTENbHLIM AeWcTBMEM. Ero
NPUMEHEHNE MOXKET BNIUSATb HE TONILKO Ha Peosiormyeckue
CBOWMCTBA MOKPOTbI, HO U NMO3BONISET CYLLECTBEHHO YYHLINUTb
COCTOSIHWE 60/1bHbIX MB.

B LleHTpe MB, KoTopbii GyHKUMOHUPYET Ha 6a3e O6nacTHOM
neTckon 60nbHULLI OMCKa, Ha AMCNaHCEPHOM HabNtoaeHUN
HaxoauTcs 21 pe6EHOK co cMellaHHon dopmor MB B Bo3pa-
cTe o 18 net. Ansa ne4yeHuns naumeHToB ¢ MB B Hallen KINHK-
Ke YCMELWHO MPUMEHSIOTCA COBPEMEHHbIE NIEKAPCTBEHHbIE
npenapartbl, 1e4e6HO-peabunnTaLumoHHble METOAMKM, KOTO-
pble CNOCOGCTBYIOT YBENMYEHUIO MPOAOCIKUTENBHOCTH U YNyY-
LUEHMIO KaYecTBa *XM3HW 60NbHbIX. BepBble B KOMMIEKCHOM
Tepanuu aeter ¢ MB Mbl Ha4yanu PeryaspHo MCnosib3oBaTb
HOBbI MyKOAUTMYECKMi npenapat lynbmo3um B 2004 T.
JTOT MYKONUTUK GblN BK/IOYEH B 06/1aCTHbIE CTAHAAPThbl OKa-
3aHusa NOMOLLM NauueHTam, ctpagaowmnm MB.

Lenbto Halwen paboTbl BMNACh OLIEHKa BMSHUSA Tepanuu
[IopHa30M anbda Ha KIMHWKO-OYHKLIMOHANbHbIE NMOKa3aTenwu
y 60/1bHbIX MB ¢ pas3nnyHbiM TUNOM MUKPOGHOM KONOHW3a-
LMK ObIXaTeNbHbIX MyTEN.

NALUMEHTBI U METOAbI

[Mon HabnwogeHuem Haxoaunucb 20 geTer co CMelaHHOM
$dopmor MykoBuMCcUMAO03a, 11 Manb4ymMKoB M O feBOYeEK, cpea-
HUM Bo3pacT — 12,2 + 3,5 net. Bce 60nbHble ObiNn pa3gene-
Hbl Ha TPWU rPyNMbl B 3aBUCMMOCTM OT MUKPOGHOIo nensaxa
AblxatenbHbIx NyTen. B 1 rpynny Bownu 5 geten B Bo3pacrte OT
1 o 15 net, y KOTOpPbIX MUKPOOHbLIA CMEKTP He BKAYan
Ps. aeruginosa, a xapakTepu3doBancsd Hanuinem Staph.
aureus v Streptococcus viridans. Bo 2 rpynny Bownu 7 geTen,
B BOo3pacTe oT 3 10 18 neT, ¢ NepruoanyecKon KonoHn3aLUmen
Ps. aeruginosa (3n1M304MyecKne BbICEBbI), KOTOPas Yalle ac-
coummnpoBanack co Staph. aureus v Streptococcus viridans.
B 3 rpynny Bownun 8 geten B Bo3pacTe oT 5 Ao 16 ner, ¢ xpo-
HWMYECKOM KOMOHM3auuen Ps. aeruginosa B accouuaLunn co
Staph. aureus, Streptococcus viridans v pyogenes, a B 8 cny-
yasax — ¢ rpubkamu poga Candida.

Bce 6onbHble MonyyYanu MaaHOBYO aHTUGAKTEpPUaNbHYO Te-
panuio (LedonepasoH + cynbbaKktam, uunpodnoKcalmH, To6-
pamMULMH), 3aMECTUTENbHOE NEeYEHUE MaHKpeaTUYeCKUMHU
depmeHTamMK (MaHKpeaTWH), KUHEe3UTepanuio, MYKOJIUTUKHK
(aueTMnumncTenH), BUTaMUHbI.

P

[ns peanusauny NOCTaBNEHHON LENU Mbl pa3paboTanu UH-
AMBWIyanbHble KapTbl HabGMlOJeHWs, KOTOpble BKIOYaIu
[AHEBHUK MOHUTOPUHIa MUKPOdopbl Y 60/1bHbIX MB cmellaH-
HOM dopMbl. B AHEBHMKE KaxKA0ro naLmMeHTa 6biIn OTPaXKeHbI
AMHAMMWKa UBMEHEHUS MUKPODIOPbI, €€ YyBCTBUTENBLHOCTbL K
aHTMGaKTepManbHbIM Mpenapartam, Kypcbl aHTMGaKTepuasb-
How Tepanuun. KapTbl Ha6ntoeHUs BKIOYANM TaKKe JaHHble
OLIEHKM COCTOSIHUS 60MbHbIX MO LlWKane LUBaxmaHa—bpac-
dunbaa, cnuporpaduun, peHtreHorpaduu, KOMMbIOTEPHOM
Tomorpadumn néErkmx. [Ansg oLueHKM Macchl Tefla U pocTa AeTen
MCNO/Ib30BaNUCb NEPLIEHTU/bHbIE FpadUYecKre CTaHaapThl,
noJly4eHHble HaumoHanbHbIM LeHTPOM Mo CTaTUCTUKE 3[40PO0-
BbSl, PEKOMEHJ0BaHHblE BceMMpHOM opraHu3aunen 3apaBo-
oxpaHeHus (BO3) B cTpaHax, rage HeT CBOMX HaLMOHalbHbIX
ctaHaapToB (btonneteHb BO3 N2 64, 1986). M3amepeHusa npo-
BOAMNIM NO o6LenpuHaTon metoauke (Gibson R.S., 1990), on-
peaensniv NpoLEeHT OTKIIOHEHMS MX OT HOPMbI C Y4ETOM BO3pa-
CcTa ¥ nona aeTen ¢ NoAc4YETOM Macco-poCTOBOrO0 MHAEKCA
(MPW) (no ¢opmyne: MPU = dakTnyeckas macca / maeanb-
Has Macca no pocty 1 nony X 100%). 3a HOpMY NPUHUMANIUCH
nokazatenn MPU ot 110 go 90%. MccnenosaHue GyHKLNUM
BHELIHEro AblXxaHWs NPOBOAMNOCHL Ha annapate ProycKpuH,
dupmbl Apux Erep (lfepmanus).

[opHa3za anbda 6bina Ha3HavyeHa BCeM NalMeHTaM B BO3pa-
cTe ctapwe 1 roga no 2,5 mr (2500 en) exxeagHEBHO B UHIans-
LUMAX Yyepe3 KOMMPEeCCOpHbIM Hebynansep v MpuUMeHsinachb
NS NMOCTOSTHHOW MOAJEPKMBAIOLLEN MYKOIMTUYECKOW Tepa-
nuu B TeyeHne 2004-2006 rr.

Mpn AMHaMU4YeCcKOM HabNOAEHMM B TeHEHME 2 NET OLEHMBA-
N KIUHWYECKMUE AaHHble, NMoKasaTenn GyHKLMKU BHELIHEro
[bIXaHWs, pesynbTaTbl 6aKTEPMONOrMYECKOr0 UCCe0BaHUS
MOKpPOTbI. KOHEYHON TOYKOM MccnegoBaHmns Gbiia NiaHoBas
rocnutannaaums naumMeHToB B ntoHe — aBrycte 2006 .
Cratuctmyeckas o6paboTka NnpoBoanIacb METOAOM onpeae-
NIEHNS HEMapamMeTPUYEeCcKoro Kputepust BUNKOKCOHa ans 3a-
BMCHMMbIX TPYMn C MOMOLLbIO KOMMbIOTEPHOW MNpOorpammbl
«Biostat». lJocToBepHbIMM cuMTanu pasnunymsa npm p < 0,05.

PE3Y/IbTATbl UCC/NIEAOBAHUA U UX OBCYXAEHUE

B nepBow rpynne geten nokasateny GyHKLUMM BHELWHErO Abl-
xaHua ((KES1 n ODB,) 66111 B npeaenax HOPMbl U COCTaBUIU
82% v 73% OT HOPMbl COOTBETCTBEHHO. 3HA4YE€HWS MaccChbl Te-
Nla ¥ pocTa Haxoaunuch B npegenax 25-75 nepueHtuns, Ko-
addbnumeHT LLBaxmaHa—-bpacdunbaa B cpeaHeM COCTaBWII
83 6anna (tabn. 1). TakMe AETU HE HYXKAANWUCb B MOCTOSAHHOM
npuémMe aHTMOMOTUKOB, UM NMPOBOAMSIACH CTaHAapTHas Mpo-
TUBOpeUMaMBHas aHTMbGaKTepuanbHasa Tepanusa 3—4 pasa B
roj ¢ Xopownm apdeKToM.

Bo BTOopon rpynne geten ¢ NepuoaMyecKom KOMOHU3aLMewn
Ps. aeruginosa onuTenbHas aHTMbGaKTep1anbHas Tepanus Le-
donepa3oHoM + cynbbakTamom, To6paMMLMHOM NpuBoaMna
K CTabunnsauuun npouecca 1M apaguMkaumu CUHErHoMHOW na-
JIOYKM B MOKPOTE, HYTO COMPOBOXAAN0CH YNy4lIEHWEM KINHK-
YeCKOW KapTuHbl. Y aTUX JeTen oTmevanuch Hapywenuns OB/,
no 06CTPYKTUBHOMY TUMNy (cpefHue 3HavyeHus HET n OPB,
coctaBunn 82% n 58%). Macco-pocToBble noka3atenun 06-
cnegyemMbix aeten 6binn B npeaenax BO3pacTHOW HOPMbI, KO-
aboduumenT LLiBaxmaHa—bpacdunbia B cpefHem Obin paBeH
57 6annam.

Y 60bHbIX 3- rpynnbl C XPOHWYECKOW KOOHM3aLMnen
Ps. aeruginosa, HeCMOTPS Ha AJIUTENbHbIE KYpPCbl aHTUbaKTe-
puanbHon Tepanuu LedonepasoHom + cynbbaKTaMoM, TO6-
paMMLUMHOM U LMNPOPIOKCALMHOM COXpaHsnach ycTonyneas
KONoHu3auus Ps. aeruginosa, ¢ NONMPE3UCTEHTHOCTBIO K aH-
TubakTepuanbHbiM Npenapatam. O6cnefoBaHHbIe NaLUEHTbI
umenun bonee Taxenoe teyeHne 60SIe3HU: BEHTUNALMOHHAsA
HEeAO0CTaTOYHOCTb MO CMELlaHHOMY TUMY (CPeAHMEe 3HaYeHUs
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Ta6nuua 1. KnnHMKo-GyHKUMOHaNbHasa xapakTepmncTuka 3aboneBaHns B 3aBUCMMOCTHM OT TUNa MUKPOBGHOM KOMOHW3aL MK

CpepaHui BodpacT (rogbl) Mo [Vmin—Vmax] 4 (1-15) 8(3-16) 9 (5-16) p;_5<0,05
BpoHx03KTasbl u/mnn amdpusema 2 7 8 p,_3<0,05
HEJ (% ot N) Mo [Vmin—Vmax ] 82 (81-97) 82 (61-96) 54 (31-86) p,_3< 0,05
O®PB, (% ot N) Mo [Vmin—Vmax] 73(73-91) 58 (39-77) 41 (20-68) p,_3 < 0,05
p,_5 < 0,05
Koaq)q)v_luweHT LLIBaxmaHa—bBbpacdunbga 83 (74-91) 57 (52-70) 43 (35-50) Py, <005
Mo [Vmin—-Vmax] Pr_s<0,05
[Pk poga Candida 1 4 6
Macco-pocToBow UHAEKC, (%) _ _ _ p;-5<0,05
Mo [Vmin—vmax] 100 (96-100) 92 (87-98) 88 (82-92) Dy <005

lNpumeyvarue:

1 rpynna — 4eTH, Y KOTOPbIX MMKPOBMONIOTMYECKUIN CNIEKTP He BKtoYaeT Ps. aeruginosa;

2 rpynna — AeTu ¢ NepuoanyecKon KoNnoHn3aunen Ps. aeruginosa;
3 rpynna — AeTu ¢ XPOHUYECKON KONoHW3aumen Ps. aeruginosa.

HKEN n OPB, coctaBunn 54% n 41%), nokasartenm Macchbl Te-
na u pocTa 6bi1n HMKe 10 nepueHTuns, KoadduumeHT LLBax-
MaHa—-bpacdunbaa B cpegHem coctaBun 43 6anna (tabn. 1).

BECTHbIE TPYNMbl MYKOJIMTUKOB AEWUCTBYIOT Ha pasHble
3BeHbs NaTtoreHe3a 06pa3oBaHUs BA3KON MOKPOTbLI U Ha-
KOMNeHnsa ee B AblXaTeJIbHbIX MYTAX;

104 AHanW3 coCTOsHWS AeTel C pasHbiM MUKPOOHLIM Mensaxkem  ©  MHranuposanu [lynbMO3UM Mocne KuHesuTepanuu, 4To
nokasasi, 410 y 60/1bHbIX C XPOHUYECKON KONOHU3aLMen CUHe- oGecneynBano ero MaKcumasrbHOE MPOHWKHOBEHWE B
FHOMHOW NaNOYKOM PECnMPaTopHOro TpaKkTa NaToNornyecKun nérxue;

§ npoLecc npoTeKan Tsxenee, 4emM y 60/bHbIX C MepuoamMyec- ©  XPaHWIU U TPaHCMOPTUPOBaNKU Npenapat npu Temnepatype

g KOM KOJIOHU3aLMei Ps. aeruginosa vy IETEN, Y KOTOPbLIX MUK- 2-8 rpapgycos Llenbcwvs, noatomy Bcem nauuneHtam ¢ MB

5 POGHbIN NeN3aXxk He BKAOYan 3TOT MUKPOOpPraHuam (Tabn. 1) 6blIv NPUOBPETEHBI NEPEHOCHbIE CYMKU-XONOAUTBHUKN.

3 JleyeHune nopHasoit anbda AETAM BCex Tpex rpynn 6biio Ha-  OLeHKa coCToAHMS AeTein Ha poHe NMPOoBOAUMON KOMIUIEKC-

“E: 4yaTo oAHOBpPEMeHHO B Mae 2004 . B COOTBETCTBMM CO Cleay- HOW Tepanuu nNpoBoAWiach Npu o4epesHon nnaHoBOW roc-

o OLLMMU NPAKTUYECKUMU pekoMeHaauusmu [4]: nuTanusdauuun B LleHTp MB B nioHe — aBrycte 2006 r. Yucno

e B Hayane Tepanuu MNPoOBOAMAM NPOGHOE Ha3HayeHue
MynbMo3numMa B fo3e 1,25 Mr Ha WHransuuio B Te4yeHue
3 [HEN, NpKU OTCYTCTBUM NOBOYHbIX 3hDEKTOB yBENUYMBA-
N1 AO3MPOBKY A0 2,5 M Ha MHTanaumio;

e [lynbMO3UM BMepBble UCMOb30BaAM B Nepuo cTabusib-
HOrO COCTOIHMA GONbHOrO, Korga BO3MOXHO 6onee
0OBbEKTMBHO OLIEHWUTb BUSHME Tepanuu Ha COCTOSHUE
OPOHXONErO4YHOM CUCTEMbI U OTCNEANTb BO3MOXHbIE He-
enaTenbHble SBEHUS;

ey 60JIbHbIX 2 M 3 rpynn He CTPEMMUANCHL K NOJIHOM OTMEHe
CTaHAAPTHOM MYKOMMTUYECKOW Tepanuu, Tak Kak Bce U3-

[feTen, oTHocawmxes K 1 rpynne, He UIBMEHWUIIOCb U COCTaBMU-
N0 5 yenoBekK. Heo6xo0aAMMO OTMETUTb, YTO 3a 3TOT Nepmnoa B
noceBe MOKPOTbl HU Y OAHOMO U3 NaLMEeHTOB He Oblfia Bblae-
JleHa CUHErHomHasa nano4vyka. Yncno o60CTpPEHUN B TeHeHME
roga y Habntogaemblx 60J/IbHbIX OCTaBanOCb MPEXHUM.
OueHka no wkKane WBaxmaHa—bpacdunbaa coctaBuna B
cpeaHem 83 6anna, 4YTO CBMAETENLCTBOBANO O XOpOWeEM
KIMHUYECKOM COCTOSIHUM aeTer. 3Hayvenusa ODB, n XKEN
npu nccneaoBaHnn GYHKUMM BHELWHEro AbiXxaHWs Oblin B
npegenax BO3PaCTHOM HOPMbl U AOCTOBEPHO HE M3MEHMU-
ek (Tabn. 2).

Ta6nuuya 2. [InvHaMrKa KIMHUKO-QYHKLMOHaNbHbIX MOKa3daTenen 3aboneBaHns y naLmMeHToB ¢ MyKOBMUCLMAO30M A0 v nocne 2 net
npUMeHeHns JopHasbl anbda

2004 . 2006 1. 2004 . 2006 1. 2004 . 2006 1.

(n=5) (n=5) (n=17) (n=10) (n=8) (n=5)
CpepHui Bo3pacT (roabl) Mo [Vmin—-Vmax] 4 (1-15) 6 (3-16) 8 (3-18) 10 (5-18) 9 (5-16) 11 (7-18)
BpoHx03aKTasbl M/mnn ampusema 2 1 7 9 8 5
Yucno o6ocTpennit B TedeHune roga Mo [Vmin—Vmax] 2(1-4) 2(1-3) 4(4-7) 2 (2-6)* 6 (4-7) 4 (3-7)*
KEN (% ot N) Mo [Vmin—Vmax] 82(81-97) | 85(80-97) | 82 (61-96) | 81 (65-90) | 54 (31-86) | 60 (41-75)
O®B, (% ot N) Mo [Vmin—Vmax] 73(73-91) | 77 (70-95) | 58 (39-77) | 68 (44—80)* | 41 (20-68) | 55 (32-68)
a‘?g’/‘gﬁ‘?ﬂ%ﬂaﬂwwa”a'EpaCd’”“"ﬂa 83 (74-91) | 83 (75-90) | 57 (52-70) | 61 (52-73) | 43 (35-50) | 48 (38-52)
Macco-pocToBoi HHAEKE (%) Mo [Vmin—Vmax] 100 100 1 9o(g7-98) | 94 (88-98) | 88 (82-92) | 90 (82-90)

(96-100) | (96-100)

lMpnmeyvaHmne:
*p < 0,05 mexay napameTpamu.
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* IlocTOBEpPHO CHMIKAeT PUCK BOSHUKHOBeHUsI * JIOCTOBEpHO ymydiaeT (PyHKIIUIO BHEIITHETO
MHQEKINIT TpIXaTeTbHbIX My Tel Ha 34%? npixanusa (OIKEJI na 5%, OO®B, Ha 6%)!
CHmkaeT 06ceMEeHEeHHOCTh MOKPOTBI * YMeHbIIIaeT BOCHa/IEHHUE CIU3UCTOM
St. aureus u Ps. aeruginosa' 0060/109K1 6pOHXOB"’

YBenmuuuBaeT MHIEKC Macchl Tea Ha 10,8%! ¢ [ToBbIlaeT Ka4yecTBO >KU3HU!

Kanpanos H.U., llla6anosa JI.A., Kampckas H.IO. u gp. MykoBuciinos. CoBpeMeHHbIe JOCTHXKEHHS U Ipo6/ieMbl. MeTopudeckue peKOMeH/Ialuu.
MockBa, 2005 1.
Quan J.M., Tiddens H.A.W.M., Sy J.P. et al. A two year randomized, placebo-controlled trial of dornase alpha in young patients with cystic fibrosis and
mild lung function abnormalities. Journal of Pediatrics, 2001; 139: 813-820

* Paul K,, Rietschel E., Ballmann M. et al. Effect of treatment with Dornase Alpha on airway inflammation in patients with cystic fibrosis. American
Journal of Respiratory and Critical Care Medicine, 2004; Vol.169, p.719-725
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Bo 2 rpynne npoaonxanu Habnoaatbes 10 geten, y KOTOpbIX
OTMEY€EHbl MEPUOANYECKME BbICEBbI CMHETHOMHOW ManoyKu
(tabn. 2). Ha ¢oHe npoBoaMMOW Tepanuu y 60JbHbIX 3TOW
rpynnbl B 2 pa3a pexe BO3HUKaM 060CTpeHns 6POHX0NEroY-
HOro nNpouecca B TeyeHue KaneHaapHoro roga (p = 0,02), 4yto
COMOCTaBMMO C AaHHbIMK paHee NPOoBEeAEHHbLIX McCenoBa-
HUK [3, 5]. 3HaveHne OPB, gocToBepHO yBenn4munocb Ha 10%
(p =0,01), xoTs 0OCTaBanoOCb HMXKE HOPMasbHbIX MOKa3aTenen
(puc.). OueHKa no wkane WWBaxmaHa—bpacdunbaa coctaBu-
na 61 6ann, 4To COOTBETCTBOBAJIO YAOBIETBOPUTENbHOMY CO-
CTOSIHWIO MaLUMEHTOB

Tpu naumeHTa n3 3-# rpynnbl 6bIIM BKIKOYEHBI BO 2 rpynny,
TaK KaK nocse BbINOIHAEMbIX JIeHeOHbIX MEPOMPUATUI Y HUX
CHM3uNacb creneHb O06CEMEHEHHOCTW [AblXaTefbHbIX MNyTen
CMHErHOMHOM Naso4YyKon, U OHa CTana onpeaensaTbcs B nocese
MOKPOTbl HenoctosiHHO. KoadoduumeHT LLBaxmaHa—bpac-
dunbaa 4OCTOBEPHO HE M3MEHWCA U cocTaBun 48 6annos,
4YTO COOTBETCTBYET MPEUMYLLECTBEHHO CPEAHETSHENOMY Te-
yeHunto MB. 3HaunTenbHOM AMHAMUKK B NMoKa3aTensix Gpusu-
4YeCKOro pa3BuTHUS NaLMEHTOB TaKkXe He BbiiBieHo. OaHako
BennynHa OPB,; ctana goctoBepHo Bhiwe (p = 0,02), a ato
yny4ylaet nporHo3 TeveHna MB (Tabn. 2).

B nepBble AHM Nocne Ha3HayYeHns IeKapcTBEHHOMO npenapa-
Ta y ABYX NaLMEHTOB BO3HUKIN HEXenateNbHble SBNEHUS B
Buae GpapuHruTa, CUMNTOMbI KOTOPOrO KyrnMpOBaaucb camo-
cTosiTeNnbHO Yepe3 3—5 aHen. B ganbHenwem npm ncnonb3o-
BaHuW NynbMo3nma No60YHbIX 3PDEKTOB He BbII0 OTMEYEHO.
Takum 06pa3om, pesynbTaTbl MPOBEAEHHOINO UCCNeaoBaHNUs
NO3BOJIMAN CAENaTb HEKOTOPbIE BbIBObI.

Y feTtert C XPOHMYECKOM KONOHU3aLMen [bixaTeNbHbIX NyTen
CMHErHOMHOM Nano4YKoMn NaToONOrMYECKUN NPOLIECC NPOTEKaEeT
HaMHOro TaXenee, NO3TOMy NoKasaTtenu 6aKkTepuorpaMmbl y
60nbHbIX MB MOryT Cny»uMTb OJHUM U3 KPUTEPUEB TAXKECTU
naTon0rMyecKoro npotiecca.

Ha ¢oHe Tepanuu fopHason anbda y nauneHtos 1 rpynnbl
COCTOSIHME OCTaBanoCb CTabUNbHbLIM U B AUHAMWUKE HE OT-
Meyanocb WMHOULMPOBAHUS CUHETHOWHOM MaNO4YKOMW.
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Puc. JuHamuKka BennynHol OPB, Ha doHe npuéma fopHasbl anbda
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Y 60/1bHbIX C MEPUOANYECKMM MAMU MOCTOSHHBIM MPUCYTCT-
BMEM CMHErHOMHOM Nasio4YKn B MMKPOOGHOM Nen3arke abixa-
TeNbHbIX MyTeh yMeHblumMnacb 06CEMEHEHHOCTb MOKPOTbI
Ps. aeruginosa, 4To B CBOI o4epedb CnocobCcTBOBaNO
YMEHbLIEHUIO 4YacTOTbl 060CTPEHUIN BPOHXOIEFOYHOro NPo-
uecca.

MpumeHeHne gopHasbl anbda B TeveHue 2 neTy aeten ¢ MB
No3BOJIU/I0 yBENNYNTL NoKazaTenm OPB, 4o +10% y 60/bHbIX
2 rpynnbl 1 4o +14% y 60MbHbIX 3 rpynnbl, @ TAaKXe COXPaHUTb
HEW3MEHHbIMM NOKa3aTenn y nauneHToB 1 rpynnbl, YTO yy4-
LIaeT NPOrHo3 Te4eHust 3a6oneBaHus.

Mpenapat gopHasa anbda ([ynbMO3UM) MOXET C YCNEXOM
NPUMEHATLCSA B KOMMIEKCHON Tepanuu AeTemn, 60/1bHbIX MyKO-
BMCLIMAO30M, C Hanbosnee BbipaKeHHbIM 3GGEKTOM Y AeTen
C NEepUOAMYECKOM U XPOHUYECKOW KOIOHW3auMen abixaTeslb-
HbIX NyTEN CUHErHOMHOM Nano4yKown.
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OCHOBHbIe AaTbl UICTOPUU OTEYECTBEHHOW NeanaTpuu

85 ner

CO AHSA POXKAEHUSA aMEPUKAHCKOro GUOXM-
MUWKa, MHAeNLa No NPOUCXOXKAEHUIO, Xaa-
pa KopaHbl. B 1968 1. oH ygoctoeH Hobe-
JIEBCKOM NpeMuM 3a pacluMdpoBKy reHe-
TMYECKOro Koja W ero poiau B CUHTE3Ee
6€enKoB.

125 nert

CO AHs poxaeHus Mopuua Tpamepa, WBen-
LlapcKOro HespomnaTo/sora v ncuxuartpa,
OIHOrO W3 OCHOBOMOJIOXHWUKOB AETCKOM
ncuxmatpuu B 3anagHon EeBpone.

95 ner
CO AHA poxaeHus KoHpaga dmuns bnoxa,
aMEePUKAHCKOro 6MOXMMMKA, YAOCTOEHHO-

ro Hobenesckon npemun 3a uccnegoBa-
HWEe peaKLni, MPOUCXOASLLMX B Xxoae 61o-
CUHTE3a XONEeCTEPMHA U KUPHbIX KUCOT.

85 net

CO AHSA POXKAEHUSA aMEPUKAHCKOro GUOXK-
MuKa PobepTta Xonnu. B 1968 1. oH yaoc-
ToeH HobeneBcKOM nNpemuun 3a paclimd-
POBKY FEHETMYEeCKOro Koaa v ero poau B
CUHTEe3e 6enKoB (COBMECTHO ¢ X. KopaHow
n M. HupeH6eprom).

150 nert

CO [1HS POXKAEHUS BENTMKOIO PYCCKOro y4é-
Horo Bnagumunpa Muxannosuya bexrepe-
Ba, HeBposora, ncuxosnora W ncuxuatpa,
Mopdonora u pu3unonora HeEPBHOM CUCTe-

B

Mbl. OH BHEC BblAAIOLMIACS BKNAA B U3yde-
HUe CTPYKTYpbl M GYHKUMI Mo3ra, paspa-
60Tan OOLEKTUBHbIE METOAbl W3Yy4eHWsi
HEePBHO-MCUXMYECKOT0 Pa3BUTUS LETEN.

100 net

CO [IHA CMEPTU BENIMKOrO PYCCKOI0 XMMMU-
Ka AmuTpus MiBaHoBKnYa MeHgeneesa, OT-
KPbIBLIEro MEepPUOANYECKUIA 3aKOH XMMMU-
YECKUX 3/IEMEHTOB.

* CoctaButenu H.IM. BockpeceHcKas
1 E.B. BbInMHCKWN.



