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OnbIT 15-neTHero ncnonb3oBaHUsl AOpHa3bl anb®a MoKasas ee BbiCOKYI 3PPEKTUBHOCTb M 6E€30M1acHOCTb MPHU MYKO-
BUCLMAO3€E y AeTel pa3HOro Bo3pacTta, B TOM YMCIe y caMbiX ManeHbKuX. 3pOEeKTMBHOCTb npenaparta cBs3aHa C Tpems
KIAMHUYECKNMM 3P PEeKTaMm: MOLLHbIM MYKOJTUTUHECKUM, MPOTMBOBOCMAINTEbHBIM M aHTUGaKTEPUAbHbIM AENCTBUEM.
WccnegoBaHms nokasanu Lieanecoobpa3HOCTb BKIOYEHUS NpenapaTa B cocTaB 6a31CHOM Tepanuu cpasy rnpu nocTaHOBKe
AnarHosa «MyKoBuCLMAO03» C MPOPUIaKTUHECKOHN M 1€4EBHON LIE/IbI0 XPOHUYECKOro 6POHXMTa U XPOHUYECKOrO MOJINM03-
HOro naHcuHycuta. [ToCTOSIHHbIN MprueM rpenapara B coctaBe 6a3uCHON Tepanuu no3BOISET nauneHTaM ¢ MyKOBHCLIN-
[J030M BECTM aKTUBHbIA 06pa3 XU3HU C PEAKMMU 060CTPEHUSIMU 3ab60/1eBaHNs, AJINTEbHBIMW PEMUCCUSIMM, CTabUIIbHO
CcoXxpaHssl nokasaTesn BHELIHEro AbixaHus. Tak Kak JopHa3a a/bga ABASETCS NPOTeO0TMTUYECKMM GEPMEHTOM, HEOBXO0-
AMMO CTporo cobtogatk npaBuia rno ero UCrnosib30BaHMIo, OT 3TOr0 3aBUCHT 1€4E€6HbIN 3PPEKT.

KnioyeBbie cnoBa: mykoBucumaos, [lynbmMo3um (gopHa3a aibpa), AeTW, MyKOoCTal3, XPOHMYEeCKMe Hecrneuugpuyeckme
60/1€3HM IEMKMX, XPOHMYECKMI MOIMMO3HbIA MaHCHUHYCHT, 6a3ncHas Tepanusi MyKOBMCLMAO3a, NpaBuaa MNpMMeHeHNs rnpe-
rnaparta jopHa3a a/ibda.

2012 rog o6bsABAEH rogom peakux 6onesHen. Myko-
Bucumao3 (MB), no [gaHHbIM OTEYECTBEHHbIX WCCne-
poBartenen, BcTpedvaetcda B Poccum ¢ 4vactoTonm 6Gonee
1:10000 HOBOPOMAEHHbIX, MO3TOMY TaK¥e OTHOCUTCA K
Kateropuu peakux [1]. Tepanusa Takux 3aboneBaHui Bcerga
ABNSeTCsH 60MbLON NPOBIEMON He TONbKO ANS NauUEHTOB,
HO ¥ ans Bpayen. Takme 60MbHbIe ABASIOTCS MHBaNMgaMu
C JEeTCTBa M Hy)KAalTCs B MEAMLMHCKOM MOMOLM C caMo-
ro poXkaeHus. B 3aBUCMMOCTU OT XxapaKTepa 3abo/eBaHus
Heo6X0AnMble NIEKapCTBEHHbIE CpeacTBa NpeacTaBnsioT
cobon 3amecTuTesibHble GopMbl PEPMEHTOB MU Apyrue
OMONIOrMYECKM aKTUBHbIE BellecTBa. [Tpn HEKoTopbIX pea-
KUX BONE3HSX, Hanpumep MyKonoincaxapuaose (CMHAPOM
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XaHTepa), AOCTAaTOMHO MPUMEHATb OAWMH 3aMeCTUTENbHbIN
depmeHT — ananpaasy [2].

MyKkoBHUCLMAO3 (CUH. KUCTO3HbIM GUOPO3) — CNOXK-
Haa no/svopraHHaa naTofiorMs, WMeeT ayTOCOMHO-
PELECCUMBHbLIA TUM HacnefoBaHWS, C MOPaXEeHWEM BCeX
Kenes 3K30KPMHHOM cekpeLunn. B nepsyto ovepenb nopa-
aloTcss 6poHXoNeroyHas U nuweBapuTenbHas CUCTEMBI,
MMEHHO OT MX OYHKLMOHMPOBAHUS 3aBUCHT KM3Hb NaLu-
eHTa. B reHe, KOTOpbIK OTBEYAET 3a NPOAYKLMIO CEKPETOB
enes BHELWHEeN Cekpeuunmn, BO3HMKaT MyTaLKKU (CerogHs
mx 6onee 2000 BapuaHTOB). ATO NPMBOAMUT K HapyLUEHMIO
COOTHOLLEHUS BOAHOM W 3NEKTPONIMTHON dpaKumn CeKpe-
TOB B CTOPOHY yBenuyeHua nocnegHmx. CexkpeT cTaHo-

Dornase alfa in Russia: 15 years later. Efficacy of the drug
in the basic treatment in children with cystic fibrosis

The 15-years practice of Pulmozyme (dornase alfa) usage showed its high efficacy and safety in cystic fibrosis treatment in children
of various age, including infants. The efficacy of the drug is associate with clinical effects: strong mucolytic, anti-inflammatory and
antibacterial effects. The appropriateness of including this into the complex of the basic therapy of cystic fibrosis in order to prevent
and treat chronic bronchitis and chronic polypous pansinusitis as soon as the disease is diagnosed was confirmed in studies. Regular
use of this drug results in relapse rate decrease, remission periods prolongation and maintenance of external respiration at stable level,
which enable patients to live active life. The therapeutic effect of dornase alfa depends on strict compliance to directions of its usage,
as this agent is a proteolytic enzyme.

Key words: cystic fibrosis, dornase alfa, children, mucostasis, chronic non-specific lung diseases, chronic polypous pansinusitis, cystic
fibrosis basic treatment.



BUTCSl O4YEHb BA3KUM, 3aTPYAHSAETCS €ro OTTOK, BbIBOAHbIE
NPOTOKM Kenesd paclmpstoTcs, B NOCAEACTBUN BO3HUKaET
aTtpodus Kenesnuctom TKaHu 1M 3amelleHne ee GUOPO3HON.
Kasanocb 6bl, TaKOM MPOCTOM MEXaHM3M pPa3BUTUSA NaTo-
NIOrMK, HO NOCNEACTBMS 3TOro Mnpouecca CTaHOBATCH ANS
naymeHTa KatacTpopuyecKnumm.

KayecTBO XW3HU 6OMIBHOrO MYKOBMCLMAO30M CErOAHS
MOSIHOCTbIO 3aBWUCUT OT COOGMIOAEHUS BCEX COCTaBASIOLLMX
KOMMJIEKCHON 6as3ncHoW Tepanuu. Bca 6asucHasa Tepanus
LENUTCS Ha ABe 4acCTu, Kaxkaas M3 KOTOPOM BarKHa M Hela-
MeHUma:

1. JlekapcTBeHHas — 3aMecTuTeNlbHasa Tepanusa depmeH-
TaMW MOMXKEeNyao4yHOM Kenesbl, aHTubaKTepuanbHas
Tepanus, MyKoaMTUYeCKas Tepanus, NPUMEHEHNE WUHra-
NIUMOHHBIX MYKOJIUTUKOB (gopHa3a anbda), BUTaMu-
HOTepanus, cumnToMaTuyeckas Tepanus (6POHXONUTH-
YyecKue, renaToTpornHble U KapAMOTPOMHble Mpenapatbl
W Op.), AMeToTepanus u evyeHue ocnoxKHeHnn. U3 nexkap-
CTBEHHOM Tepanuu Henb3s MCKIIOYUTb WKW 3aMEeHWTb
3T FPynnbl NpenapaToB, T. K. KaXKAbliM U3 HUX HanpaBieH
Ha KOPPEKLMNIO KOHKPETHbIX HapylweHun [3].

2. HemeaukameHTO3Hass — KUHe3uTepanus (cneuuanbHas
TEXHWKa ApeHaxa OpPOHXManbHOro AepeBa, TPEHMPYLo-
Line ynparKHEeHUs!, aNeMeHTbl CMOPTUBHOW aKTUBHOCTH),
CaHaToOpPHO-KypopTHasa peabunuTtaumsa. ogpobHO AaH-
Hble METOAbl TEPanMU OnucaHbl B cneuuanbHOM nutepa-
Type [4, 5].

HeoTbemnemon 4acTblo MeAMKaMEHTO3HOIo JleYeHUs BO
BCEX CTpaHax MMpa Ha NPOTSKEHWUU NocneaHux 18 net AsnseT-
csl cneuyanbHbli MyKONTUTUYECKUI pepMeHT — AopHa3a afib-
da (Mynbmosum, «d. XodbdmanH Jia Pow Jita.», LBenuapus).
YdyeHble CMOIMN [OKa3aTb, YTO 4eioBevyeckas PeKOMOUHaHT-
Has [JHasa pasxuKaeT MOKPOTY, MOMELEHHYID B MPOBUPKY
(in vitro). B 1993 r. YnpaBneHve no MNUWEBLIM MNpPOAyKTam
1 nexkapcTtBeHHbIM cpeactBam CLUA (FDA) pa3pelunno ucnonb-
30BaHWe AopHa3bl anbda B Ka4eCTBE IEKAPCTBEHHOMO cpes-
CcTBa, W npenapart 6bi1 3aperncTpmpoBaH. Ha npoTarKeHuu
3 NeT NpoBOAMANCHE KIIMHWYECKUE uccneaoBaHus B 49 Kau-
HuKax CLUA, KaHaabl 1 EBponbl, B pesynbrate KOTopbIX Gbina
[loKasaHa ero 6e30MacHOCTb M 3POEKTUBHOCTb. [MaBHbIM
BblBO4 — AOPHa3a anbda pacliennser BHeKneToyHyt AHK
B FHOMHOM MOKPOTE, HOpMaNMU3yeT ee BA3KO-3/1aCTUYEeCKue
CBOWMCTBA W ynyyllaeT MyKOLMAINapHbIA KMpeHc [B].

Ha nocnegHem EBponencKoM KoHrpecce no MyKoBMCLMAOO-
3y, KoTopbln npoxoann B fambypre (The 34th European Cystic
Fibrosis Conference, lambypr, 9 uioHa, 2011), B goKnage
aBTopa C.H. Goss 6b110 0TMEYEHO Yy4YllEHME BbI}KUBAEMOCTH
nauMeHToB ¢ MyKoBucumao3om B CLUA 3a nocnegHue roabl
6narogapst KOMMAeKcHow 6a3ncHomn Tepanuu (puc. 1). Mo aax-
HbIM PP. George v coaBT., akTUBHOE BKJTIO4YEHNE PEKOMOUHAHT-
HOM 4enoBeyeckon [AHasbl B 6as3uCHyld Tepanuio 60/bHbIX
MYKOBMCLMAO030M B 19941995 rT. 3HaUYUTENIbHO YMEHbLLIWIO
MX CMEPTHOCTb (puUC. 2). Y 0c060 TaXKenblx 60/1bHbIX C MOKa3a-
TensaMmn o6bema GoOpPCcMpPOBaAHHOIO BblOXa 3a NEPBY CEKYHAY
(OPB,) meHee 30% OT JOMKHOIrO 3HAYEHUS MEAMaHa BbIXKM-
BaeMocTu yBennymnach ¢ 1,2 go 5,3 net (puc. 3) [7].

Kak e Obin nojsy4yeH npenapat gopHasa anbda?
B 1988 r. goktop CtuBeH LUK, cneumanmct no NeroyYHbIM
3abo05eBaHUaAM dapMaLeBTUYECKON KOMMaHUKN «[IXKEHEHTEK
N1a.» (CLUA), o6Hapyui cTaTtbio, ony6anKoBaHHyto B 50-x IT.,
r4e roBOPMIOCH, YTO MOKpOTa 6OMbHbIX MYKOBWUCLMAO30M
coaepxuT 6onblioe Konnyectso AHK, ckannuBatowencs
B nerkmx. Kpome toro, B aton nybanKauuvu yrnoMuHanochb,
41O PepMeHT 6bl4bs NaHKpeaTuyeckasn [JHasa, MOXKeT pac-
wennate AHK, 4To aenaeT ryctylo MOKpoTy 60Jiee XUAKOMN.
K coxaneHuto, 6blibsi NaHKkpeatuyeckas [QHasza, KoTopyto
noslydyanu U3 TKaHW NoAXKeNnyLo4YHOMN enesbl KOPOB, BbI3bl-

Puc. 1. BbixkMBaemocTb 601bHbIX MykoBUcLMAO30M B CLLIA
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Puc. 2. BnvsHue gopHasbl anbda B COCTaBE KOMMIEKCHOM Tepanuun
Ha CMEepPTHOCTb 60/IbHbIX MYKOBUCLMAO30M
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lMpumeyvarme. OTaenbHble NoKa3aTenu crtatyca 3a6osieBaHUs

M METOAbI NEYEHUS HA MOMEHT BXOXAEHUS B rpynny (NpeactaBneHb!
B % C COOTBETCTBYIOLWMMHU OTHOLIEHUSAMU PUCKOB CMEPTHOCTH

B Kaxgow noarpynne).

Puc. 3. KpuBble BbixMBaeMocT KannaHa—Maiepa y Tsxenbix
60/1bHbIX MyKOBMCLMA030M (OPB4 < 30% OT MPOrHo3mpyemoro
3HaYeHUs)
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lMpumeyvaHme. KpuBble BbixxnBaeMocti KannaHa—Maiepa
npeacTaBneHbl NS CEMU ABYXIOAMYHbIX noarpynn ¢ 1999
no 2003 roa, oTpaxkas BbixXnBaemocTb A0 31 aekabps 2007 roaa.
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Puc. 4. CtpyKTypa gopHa3sbl anbda (AHa3sbl)

ApantuposaHo 13 Shak S.et al. Proc Natl Acad Sci USA 1990;87:9188-9192

Puc. 5. MexaHM3M KOMMIEKCHOrO AENCTBUSA Npenaparta
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Puc. 6. MNokazatenn ®B/] (B % K LOMKHOMY 3HAYEHUIO)

y nauueHTa ¢ MyKoBuCLKA030M, 1986 r.p. JnarHos:
«MyKOBWCLIMAO3 (TEHOTUM: TOMO3UroTa No MyTauuu aenbTta
F-508), neroyHo-KkuweyHas dopma, Te4eHue CpeaHen TAKECTH;
XPOHUYECKNI BbICEB 30/I0TUCTOrO CTaPUIOKOKKa»

nysibMO3UM B POCCUU
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Bana y 60/bHbIX TAXKENble annepruyeckne peakumun. Y1oobbl
M36aBUTbCA OT ITUX HEraTUBHbLIX OCMOXKHEHWN, AOKTOP
CtuBeH LU3K M ero coTpygHWKK BbIAEAMAN U KIOHWPOBaNu
4yenoBEeYECKMI TreH, OTBETCTBEHHbIM 3a BblpabOTKY 4Yeno-
Beyeckon [Hasbl, KoTopyto Ha3Banu AopHasa anbda. leH
rhDNase 6bl1 KNOHMpPOBaH M3 OUBIMOTEKM MaHKpeaTuye-

ckon KAHK. Cam dbepmMeHT CUHTE3NPYETCH KETKaMu KUTan-
CKOro XOMSi4YKa C BHEAPEHHbIM B HUX YETOBEYECKUM FEHOM
rhDNase [8]. CTpyKTypa nofny4yeHHoro ¢pepmeHTa npeacras-
NleHa Ha puc. 4.

MynbMo3uM coaepuT GpochopUInNpoBaHHY MUKO3U-
IMPOBAHHYI0O PEKOMOWHAHTHYIO [OE30KCUPUOOHYKNeasy-l,
WA TaK Has3biBaemyw anbda-[AHasdy, KoTopas sBngertcd
TOYHOM KOMMEW MPUPOAHOro 4YenoBe4vyecKoro depmeHTa
[JHa3sbl, caenaHHoOW ¢ NOMOLWbi0 PEKOMOBUHAHTHOM TEXHO-
NOrMK U BblgeneHHon M3 mouu. [penapaTt npeacraBns-
eT CcoB60OM CTepuibHbIA, MPO3payHbii, GeCLUBETHbIM pac-
TBOP AN19 UHTaNSLMOHHOIO NMPUMEHEHUS, C KOHLLEHTpauuen
1000 ea/mn (1 mr/mn), npu atom 1 ea/mn no feHeHTexy =
1 Mr/mn. YKa3aHHas KOHUEHTpaLUnsa 6enKka NCXOanT TONbKO
M3 coaepraHua 6e3BOAHOIO NOAMNENTUAA U HE BKOYaeT
BECOBOI0 KOMMYecTBa cofepKalluxcs B pacTBOpe yrieBo-
noB unn docdaTos.

MexaHu3m genctBua. [lopHasa anbda — MexayHapoa-
Hoe HenaTeHTHoe Ha3BaHue (Dornase alfa) — 3aHMMaeT oco-
60€e MeCTO cpeau npenapartos rpynnbl MykonnTnkos [RO5CB]
npexae Bcero NoToMy, 4T0 KpOME MOLLHOIO MYKO/IMTUYECKO-
ro CBOWCTBa npenapart obnagaet euwe AONONHUTENbHO ABY-
M$ KIMHUYECKMMK addeKTamu: NpOoTUBOBOCNANUTENbHBIM
W aHTMbGaKTepuanbHbiM. OTHOCUTCA K rpynne GepMeHTHbIX
(NPOTEONUTUYECKMX) MYKOIMTUKOB M MpeactaBnseTr coboun
0c060e XMMUYECKOe BeLLEeCTBO, CBOMCTBA KOTOPOro no3eo-
NS0T UCMonb3oBaTb €ro B cocTaBe 6a3nCHOM Tepanuu
B MOCTOSSHHOM pEXMME C MOMEHTa MOCTaHOBKM AMarHosa
«MykoBucumngos» [9, 10].

K coxkaneHuto, HEKOTOpble BpPayu NO3ULMOHUPYIOT AaH-
HOe NleKapCTBEHHOE CPEeACTBO TOJbKO NMWb KaK MYKONW-
TUK 415 NeYeHns MyKoBMcLMAO3a. XOTS MMEHHO CymMMap-
HO TpU KIMHMYECKUX addeKTa M aenatT 3TOT npenapar
He3aMeHWMbIM MpKU MyKOBMUCLMAO3e. [Ba APYrMxX BaHbIX
adpdeKkTa (NpoTMBOBOCHANUTENbHbLIM U aHTUOGaKTepuasb-
HbIK) o6ecneynBaloTCad 3a CYET CNOXKHbIX GUOXMMWUYECKUX
peaKkLUMn: CHMXKEHUS KOHLEHTpauuu HenTpodbuabHOM ana-
cTasbl U UHTepnenknHa (UJ1) 8 B MOKPOTE; CHUMKEHUS Mpo-
LLeHTa HenTpoduIOB, YPOBHSA HEUTPOPUIbLHOW 3facTasbl
n UJ1 8 B 6pOHX0aNbBEONSAPHOM NlaBarke; BAUSHUSA Ha 6UO-
GUNbM MyKOMAHON CUMHEMHOMHOWM MaNO4YKK1; CHUXKEHUS YPOB-
HS MaTPUYHbIX METaNNONPOTEMHA3 B XMAKOCTU GPOHXO-
aNbBEONSIPHOrO NlaBaka, T.€. YyMEeHbLIEHUS AeCTPYKTUBHOIO
KOMMOHEHTa Nero4YHomn TKaHu Npu BocnaneHuu (puc. 5).

Nletom 1997 r. pekoMbGWHaHTHas 4Yenoseyeckas [IHasza
6blna 3aperncTpmMpoBaHa B POCCUHM, a y3Ke OCEHbIO TOrO e roga
ee MNoy4nnun nepsble NaLMeHTbl C MyKOBUCLMAO30M B PO.

Mbl Habnwgann ogHoro nauueHta 1986 r.p., KOTOpPbIX
MMeNl BO3MOXHOCTb noay4atb AopHasdy anbda ¢ 1994 .
(c Bo3pacta 8 neT); TakuM 06pa3om, B HacTosllLee Bpems
OH nony4yaeT npenapat 6onee 17 net [11]. 310 HabnogeHKe
cYMTaeTCs caMbIiM ANUTENbHbIM NPUMEPOM Tepanuu JopHa-
301 anbda B Poccun. B TedyeHne nocneaHero roga npume-
HaeTcs no 2 amnynbl (5 Mr) cpasy B O4HY MHransauuio (MHra-
natop memb6paHHoro Tmna). Co ¢noB nauueHTa, obneryeHme
[bIXaHWs HacTynaeT cpa3y BO BPeMS MHIansaLmnm, nocne 4ero
npu ApeHaxe MOKPOTa OTXOAWT Nierko, B 60/bLOM Kosnye-
ctBe. lMauMeHT BeaeT aKTMBHbIM 06pa3 KU3HKU, paboTaer,
3aHUMaeTcs cnoptoM. HecmoTpsa Ha TO, 4TO 3aboneBaHue
npoTeKkaeTr ¢ 060CTPEHUAMM, NOKa3aTeNnn QYHKLUMW BHELL-
Hero AbixaHus (PB/1) Ha NPOTAKEHUM MHOTUX NET AeprKaTcs
Ha OAHOM YPOBHE, MPaKTUYECKM B npenenax HopMasnbHbIX
3Ha4YeHUN (puc. 6).

Hamu npoBeaeHbl HabnoaeHUs 3a rpynnon 60JbHbIX
MYKOBMCLIMAO30M B TeyeHue 1 rofa, KoTopble nosyvyanu
MHFaNAUMOHHYIO MYKONIMTUYECKYIO Tepanuio AopHa30M anb-
da (1 nHrangaumusa B geHb no 2,5 mr). HecmoTtps Ha o6ocTpe-



HUS BPOHXOSIErOYHOro npouecca (1 unn 2 pasa B rofa), y aTmx
nauneHToB O0TMEeYanochb NOBbILWEHWE UHAMBUAYANbHOM MUK-
dnoymetpumn (p < 0,05), a TaKKe AOCTOBEPHO YBENUYMUIUCH
rnokasatenu GopcMpoBaHHON HKMIHEHHOW E€MKOCTU JIEFKUX
(p <0,05) ¢ 70% 0o NpaKTMY4ECKN HOPMasbHbIX 3HAYEHUN —
82%, 4TO0 Ans 60NbHOr0 MyKOBUCLUMAO30M MMeeT 60blioe
3HaveHue (puc. 7).

Mo paHHbIM npodeccopa O.D. JlyknuHon (2003), 2 Hen
Tepanuu ¢ UICNoNb30BaHMEM UHTansLMin npenapaTa B Tpa-
OWUMOHHOM [O3UPOBKE OKa3blBanu MNONOXUTENbHbIN
KNUHUYECKNN 3DPEKT, YTO AOCTOBEPHO MOATBEPKAANOCH
PYHKLUMOHANbHbIMKU MUCCNeaoBaHUAMU Nerknx (puc. 8).
AHann3npoBaanCb He TONbKO O6LLENPUHATBHIE NOKa3aTenu
}YHKLMM BHELHEro AblXxaHWs: GopCcHpoBaHHas XU3HEHHas
eMKoCTb nerkux u O®PB,, HO U NOKa3aTenu NPoxoaAUMOCTH
nepudepuyecknx abixatenbHbix nyten: MOC 25, 50 n 75.
Bbl10 NOKa3aHo, YTO UMEHHO Ha YPOBHE NepnudepuvecKmx
OTAENOB AblXaTeNbHbIX MyTEW OTMEeYanacb NONOXKUTENbHas
AMHaMUWKa, BOCCTaHaBfiMBanacb MX MPOXOAMMOCTb. IJTO
0YeHb BaXKHO NPU MYKOBKUCLMAO03E, T. K. NpobiemMa AaHHOro
3aboneBaHns 3aK/to4aeTcs, Npexae BCcero, B 06CTPYKLUNK
MENKNUX AbIXaTeNbHbIX MyTeW.

Hamun Habnwoganacb nauueHTka 14 net ¢ AMarHo30M:
«BpoXKAEHHbIN MUMMYHOAEPUUMUT, XPOHUYECKUN ANDDY3-
Hbl BPOHXMUT, XPOHUYECKUIN BbICEB CMHETHOMHOW MasiOHYKM».
Ha npoTsyKeHurM MHOrMx net AeBOYKa nonyvyana 3amecTu-
TeNbHYI0 TEPanuIo UMMYHOrNOBYIMHAMM, @ TaKKe MacCUBHYIO
aHTMbGaKTepuanbHyl0 Tepanuio No NoBOAY YacTbiXx 060CTpe-
HUM BPOHXO0NEr0YHOro npouecca. K corkaneHuto, CocTosiHne
nauuMeHTKkM OblI0 He cTabuibHOe, NoKasaTenn GyHKUMK
BHELHEro AblXaHWs HeYKIOHHO najanu, 060CTPEHNS HOCKUAK
arpeccuBHbIV U TAXKENbIM XapaKTep ¢ BblaeneHmem 60bLo-
ro KonmMyectBa rHOMHOW MOKpPOTLI. B ogHy u3 rocnutanuaa-
UM 6bla Ucnonb3oBaHa MHransLMoHHas Tepanus LopHa-
301 anbda B TeyeHue AByx Hep (puc. 9). Ha doHe Tepanuu
ObI10 OTMEYEHO 3HAYUTENBHOE YYYLLEHWE HE TONbKO camo-
4YyBCTBUS pebeHKa, HO M GYHKLUMOHasbHbIX MoKasaTenen
(OPB, npaKTMyecku yBenuuunca B 2 pasa, p < 0,05).

OTMevyaeTc NU TaK Ha3blBaeMmblii «CUHAPOM OTMe-
Hbl» B Tepanuu popHason anbda? Hawwu HabnwogeHus
rnoKasasu, 4To nocne OTMeHbI npenaparta Yyepe3 7—10 aHen
HacTynaeT «CMHAPOM OTMEHbI»: YXyAWaeTcs caMOo4vyBCTBME,
HapyllaeTcs AblXxaHue, yBEMYMBAETCA KOIMYECTBO MOKPOTHI
W 3aTpygHsaeTcs ee aBakyauus [11]. Kak TonbKo Tepanus
BO306HOBNsETCA, NokasaTtenn B/, ynyywatorca. Mbl Habto-
JanvM nauveHTa B Bo3pacTe 16 fneT C MyKOBUCLUMAO30M,
KOTOpbIA B CUly OGCTOATENbCTB HE MPOBOAM MHranauuu
[opHa3on anbda B TedeHue 20 gHen. MocTynun B KIWHUKY
B TS)KEIOM COCTOSIHUK, C BbIpaXKEHHbIMU NpU3HaKamMu 060-
CTPEeHUsT GPOHXONErOYHOMO MpoLecca, ABAEHUIMU MyKoCTa-
3a, HapyweHWeM MPOXoAMMOCTH nepudepruyecknx 6poHXoB
(B T.4. MOC 75 coctaBnan 42%). Yke 4yepe3 6 aHen Tepanuu
o6lee COCTOAHUE 3HAYUTENBHO YyYLWKUN0Ch, HOPMann3oBa-
nuck nokasatenu ©B/ (puc. 10).

Mpy MyKOBMCLMAO3E BEPXHUE AblXaTesbHble MyTW BCer-
[Ja BOBNEKalTCs B MaTOMOMMYECKM NpoLecc BocnaneHwus.
XPOHUYECKMI MAaHCUHYCUT, B T.4. MOIMMO3HbIN, SBASETCA NPO-
SIB/IEHWEM OCHOBHOro 3ab0/ieBaHUs M BCTpeYyaeTcs y aeten
6onee yem B 80% cnydaeB. K coxaneHutio, 3T0 BaxKHoe
06CTOATENbCTBO NEeAMaTPbl YacTo UIHOPMPYIOT M OCTaBASIOT
npaBo NpuHaTUS pewenns JIOP-cneumanuctam. OgHako MHO-
FONIETHUM OMbIT OTEYECTBEHHbIX U 3apyBEXKHbIX CNeunanncToB
roKasars, 4TO CBOEBPEMEHHas KOHCepBaTUBHAsA Tepanus aTux
COCTOSIHUM ABASETCH HE TONbKO 3OPEKTUBHOM, HO U Npodu-
NIAaKTUYECKOM MEepon B MnaHe XMPYpPru4yeckoro BMellaTeNb-
ctBa [12, 13]. C aton uenbto npumeHseTcs ewe 1 nHranaumns
fopHa3bl anbda (2,5 Mr) ¢ NOMOLLbIO KOMAPECCUOHHOIO UHra-

Puc. 7. dyHKUMOHaNbHbIE NOKa3aTeNn AeTen ¢ MyKOBUCLMAO30M
Ha OoHe Tepanuu gopHa3on anbda (HabnoaeHne B TeyeHune 1 roga)

% N/MUH

350 -

754 300 A

60 250 -

45 200 -
150 -

30 -
100 -

151 50 -

0 0
DXEN%, MukdnoymeTpus
O Jo M Nocne 0 Jdo M MNocne

Puc. 8. JuHamurKa nokazartenen GyHKUUU BHEWHErO AblXaHWs
npu nevYeHnn JopHa30mn anbda y AeTen C XPOHUYECKUMHU
3a60/1eBaHUSIMU NErkux (2 Hep Tepanuu)

120 1

100 1

80 1

60 1

40 1

20 1

OXENT OPB1 nt NncB MOC25 MOC50 MOC 75

[ Ao neyexns B Mocne neyeHus

lMpumevaHne. PHEJT — dopcrmpoBaHHaa *KU3HEHHaAA EMKOCTb
nerkunx; OPB,; — o6beM GopcMpPOBaHHOIO BbljOXa 3a NepByio
cekyHay; UT — nHaekce TuddHo; NMCB — nuKoBas CKOPOCTb BbIAOXA;
MOC — MrHoBeHHas 06beMHasi CKOPOCTb BblAoXa.

naropa «[MAPW Cunyc» [14, 15]. O6bEKTUBHLIMU KPUTEPUSMU
ynydleHnsa npoxoguMMOCTM HOCOBbLIX MyTeW B Hallem ucche-
[IOBaHUWU CNYXWIW MOKas3aTeN PUHOMaHOMETPUM, KoTopas
OLIEHWBAET CYMMapHbIV 1 BO34YLIHbLIA NOTOKK Yepes Kaxabln
HOCOBOW Xof (puc. 11) [14].

Ocob6oe 3HayeHUe UHranduMoHHasa MYyKOIUTUYecKas
Tepanua UMeeT B Ne4YeHun JeTen B Bo3pacTe mnajle 5 net.
AdbdeKTMBHOCTL M 6e30MacHOCTL Npenaparta 6blia AoKasa-
Ha MHOrMMK uccnegosatensimu [16]. Tepanua ManeHbKUX
feten npeacrtaBnsget 60/blune TPYLHOCTU HE TONbKO B MNJiaHe
nogbopa npenapaToB, HO U C NCUXONOMMYECKOM TOYKKU 3pe-
HUs. CnegyeTt TaKKe y4uTbiBaTb aHaTOMO-bOU3MONOrnyecKkme
0COBEHHOCTU [ETCKOro opraHuama: KalieBoun (3aWwuTHbIN)
pedbnekc HecoBeplleHeH (OKOH4YaTeNbHO dopMUpyeTcH
K 5-6 rogam), BEHTUNSLMOHHbIE KonnaTepann He cdop-
MWPOBaHbI, AnameTpbl GPOHXMON O4YEHb MasieHbKkue (1 Mm
n MeHee). MpoBeaeHne adPEKTUBHOrO ApeHaxa 6poHxMab-
HOro iepeBa HEBO3MOXHO, METObl KUHE3UTEParnuu orpaHu-
YyeHbl. Mexay TeMm, ye y nioLoB C MyKOBMUCLMAO30M B fier-
KUX OblI0O OBHapyXeHO AOCTOBEPHOE MOBbLIWEHWE YPOBHSA
npoBocnanuTenbHbix 6eKkoB [17]. Ay jeTern ¢ MyKOBUCLM-
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Puc. 9. JnHamuKa GyHKLUMKW BHEWHEro AblxaHWs Ha GoHe Tepanuu JopHa30M anbda y NauUeHTKU C BPOXKAEHHBIM UMMYHOAEPULUTHBIM
COCTOSIHUEM

Flow [I/s] Vol%VCmax

5 00,0-~Vol 1]

4 20 0.0-

3 404"

5 6040,4 .

80

1 100498 VCmax - . ____

(1) 16 1.8 0.87

. 1,04

.| F/Vin 2] = 1 2

4 1,4 Bpewms [c]

B8 1 2 T T T T T T T T T 1

5 - 00 05 10 15 20 25 30 35 40 45 50
DIKEN 0,42 32,2 0,66 50,5 156,8
0DB, 0,42 37,0 0,66 58,1 156,8
ODB, /PHKEN 100 116,5 100 116,5 100
noc 1,24 42,6 2,63 90,6 212,8
MOC 25 1,24 45,9 2,63 97,6 212,8
MOC 50 1,08 56,9 1,64 86,5 152,1
MOC 75 0,67 69,8 0,54 56,3 80,7
[ata 16 Hos6pS 30 Hos16ps

MpumeyaHume. 3peck v Ha puc. 10: PIKEJT — dopcrpoBaHHas U3HEHHAsa eMKOCTb nerkux; O0PB,; — o06bem popcMpoBaHHOro BblfoXa
3a nepsyto cekyHay; OB, /PHE/T — nHgekc leHcnapa; NOC — nuKkoBas o6bemMHas cKopocTb Bblgoxa; MOC — MrHoeeHHas o6bemMHas
CKOPOCTb Bblgoxa.

Puc. 10. IvHamunKa GyHKLMM BHELLHErO AbIXxaHWa Ha GoHe HeAeNbHOro NPUMEHEHUA PEKOMBUHAHTHOM YenoBeyeckon JHa3bl y nauneHTa
C MYKOBMCLMA030M

Flow [I/s] Vol%VCmax

00,04 Vol [I]

20

40 1

=1 2

60 -

80
6 i Bpewms [c

F/Vin 100l _[VCmax T ik

8 5|0 T T T T T T T T T 1
- = 1 2 0,0 O, 1,0 15 20 25 380 35 40 45 50

DHKEN 4,26 92,9* 4,90 106,6 114,8
0dB,; 3,17 83,6 4,11 108,3 129,6
ODB, /DHEN 74,32 89,2 83,9 100,7 1129
noc 6,42 84,3 7,28 95,6 113,4
MOC 25 5,19 79,4 5,59 85,5 107,8
MOC 50 2,88 62,0 4,51 97,3 157,0
MOC 75 1,01 42,2 2,11 87,8 208,3
[ata 18 ceHTA6pSA 24 ceHTA6pPSA
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MeHbLue 6oAeTb!
Aerye Xurthb!

YHUKAAbHbIA MYKOAUTUK AAS
0a3uCHOM Tepanum MyYKOBUCLIMAO3A

® JloctoBepHO yayumaet (pyHKI[UIO BHEIIHETO JIbIXaHUs!

e CHu:KaeT PpUCK BOBHUKHOBEHHSI HH(EKI[UH /IbIXaTeJbHBIX MyTeii!
® VMeHbIaeT BOCHAJEHHE CAUIUCTON 000JI0YKH OPOHXOB?

e CHu:kaetr o06ceMeHEHHOCTh MOKPOTHI St.aureus u Ps.aeruginosa®

Ilokasanust: CHMITOMATIYECKAS TEPAIIHS B KOMOHHALIIN CO CTAHAAPTHOI Tepariieil MyKOBUCIINI03a y MarHenToB ¢ nokasareaeM OIKEJI ne menee 40% ot HopMbr. [Ty 1bMO31UM MOKET IIPUMEHSTHCS JIsL
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JUIS TTALIUEHTOB. Hpornnonoxasaﬂuﬂ: TloBbliienHast UYBCTBUTEJIBHOCTD K ueﬁcrnyx)memy BELIEeCTBY IIperaparta uin ero KOMIIOHEHTaM. C OCTOPOKHOCTBIO: Bt‘peMeﬂH()CTb, IIepUO KOPpMJIEHHUA I'PYAbIO.

Jetut 10 5 set. Cioco6 NpUMEHeHUst | X03bL: 2.5 M I0pHa3bl alba (COOTBETCTBYET COLECPIKHUMOMY 1 aMITyJIbl) OJMH Pa3 B CYTKHU, HHIASALMOHHO, 6€3 PasBEACHHs, C OMOIIBIO JuKeT-HeGyraiisepa.

Venosus xpanennsi: Cricok B. Xpanuts npu emneparype 2-8°C, B 3al[HIICHHOM OT CBETa I HEAOCTYIHOM A7st Aeteil Mecte. IloapoGuast nH(popManyst H3/I0)KeHa B HHCTPYKIHH [0 MEUIHHCKOMY
» npenapara Ily. PY IIN014614,/01 or 23.08.2010.
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Puc. 11. lNokasatenn puHOMaHOMETPUKN y NaLMeHTa B Bo3pacTe
7 neT (4o v nocne neyveHusa gopHason anbda)

mn/c
600 T

500 A
400 A
300 A
200

100 A

0 T T

Cnpasa CneBa CymMmapHbIii

MoTtok

O Oo neveHuns B Mocne nevenus

Puc. 12. 3tanbl NpoBeAeHUst KUHe3nTepanum

nyJbMO3UM
(LLOPHA3A AJTbdA)
] = Lo |

5o9ran

[l030M B BO3pacTe Mnafwe 6 mec faxe B C/lyyae OTCyT-
CTBUSI KIIMHWYECKMX NMPU3HAKOB GaKTepuanbHOro Bocnasne-
HUS B NErkux OblK BbISIBAEHbI NPU3HAKKW BOCNANUTENbHOM
peaKuunn: BbICOKUIM YypoBeHb MUJ1 8, noBbIlWEHHAs aKTUBHOCTb
HenTpodunbHON anactasbl [18]. Mo3aTomy NpU MyKOBMUCLK-
[103e BaXKHO, 4YTOObl AMAarHo3 Obl1 MOCTaBNEH KaK MOXHO
paHblue, 4TOObI Cpa3y HayaTb 6Ga3MCHYI0 Tepanuio, B NepBYIo
oyepelb K HeW OTHOCUTCH WHransaumu [LOopHason anbda.
B paHHOM cnyyae fopHa3a anbda Ha3HayaeTcs He TONIbKO
C e4ebHOM Lenbto, HO U ¢ NpodUNaKTUYeCKon. Hem paHblue
Ha4vaTa Tepanusg, TeM Jiydlle NporHo3. B cBA3M ¢ BBeeHEM
B Poccun B 2006 r. HaunoHanbHOM nporpamMMbl MO CKpU-
HUHTY MYKOBMCLMAO3a AeTen Mnajlwero Bo3pacTta C TakuM
[MarHo30M CTaHOBUTCA 60sblle, NMOKa3aHUsA K Ha3Ha4YeHMIo
peKoM6uHaHTHOM 4YenoBevyeckon [IHa3bl pacwwupsoTcs.
C 2008 I. B MHCTPYKLUX NO MEAMLIMHCKOMY MPUMEHEHUIO
npenapara OTCYTCTBYIOT BO3PaCTHblE NPOTUBOMOKa3aHus.

N3 MyKOMTUKOB NPOTEOSIUTUHECKOTO GEPMEHTHOTO NPO-
NCXOXAEHUA, pa3pelleHHbIX CerofHa Ang Tepanuun, BO3-
MOXHO MPUMEHEHWE TONbKO AopHa3bl anbda. Takue dep-
MEHTbI, KaK TPUMNCUH, XUMOTPUINCUH, CETOAHA HE UCMOJIb3YIOT.
JlevebHbIn apbEKT OT MX NPUMEHEHMA MUHUMASIEH B CpaB-
HEHWU C BblParKEHHbIMU ONacHbIMKW MOBOYHLIMU PeaKLUIMU
B BWU[E NEro4HOro KPOBOTEYEHUS U KPOBOXapKaHWs, GPOHXO-
cnasma v annepruyecKmx peaxkLunn.

Mpn MyKkoBuCLMOO3e U3 HEDEPMEHTHBIX MYKONUTUKOB
NPUMEHAIOTCA Mpou3BoAHble N-aueTuiuncTemHa, aMOpoK-

cona ruapoxnopmaa u KapoéoumctemHa. OO6bIYHbIN HU3KO-
normyecknn (0,9% NaCl) mnn rMnepToHUYEeCKU pacTBOPbI
(5-7% NaCl) Takke obnagatoT pasmxalwnum addeKToM.
Ho B oTinymMe oT nocneaHux AopHasa anbda MMeeT Apyryto
XUMUYECKYIO GOPMYNY M, COOTBETCTBEHHO, ApYr1e TOYKM Npu-
No¥eHust; obnagaeT KOMMNIEKCHbIM AENCTBUEM, YTO OTIMYaET
ee OT BCeX ApYyrux IEKAapCTBEHHbIX CPEACTB BbICOKOM adPeK-
TMBHOCTU, MPUMEHSAEMbIX MPU MYKOBMUCLMAO3E.

CraHgapTHas 4o3a A4/15 04HOM MHransumMm 06bI4HO COCTaB-
nset 1 oaHopasosas amnyna (2500 egq = 2,5 mr) — 1 pas
B CyT (MHOrga y B3pPOCAbIX B TSXeNbIX cilyd4asx — 2 pasa
B [EHb) 4Yepe3 cneunanbHbli KOMMPECCOPHbI Hebynan-
3ep. Bce cogeprknmoe ogHoM amnynbl cnegyer nepenuTb
B €MKOCTb Hebynansepa. [n9 npoBeAeHUs WHransauum
¢ nomoubto nHranatopa «MAPU CuHyc» noTpebyetcs gonosn-
HUTENbHO elle oAHa amnyna B AeHb.

MpoBOAUTb MHFaNALKUK CreayeT TOSbKO C MOMOLLbIO AXKET-
HebynandepoB Tuna «[MAPU Mactep», «[TAPU Typ6o bown
(N, S n SX)», «[MAPU KOHnop Bon (N n S)», «[MAPU CuHyc»,
¢ pacnbiutenamu tuna JIJ1, JIU, waun JIL CMPUHT, a Tak-
€ MOMHO MCMO/Ib30BaTb 3NIEKTPOHHbLIM Hebynansep Mem-
6paHHoro Tmna «PARI eFlow®rapid» (MHHOBaLMOHHAsA cUcTe-
Ma). [Joka3aHo, 4TO B GMOXMMUYECKN HEU3MEHEHHOM BUAE
B OpraHnM3amMm 60/IbHOr0 MOMHO [AOCTaBWUTb AOpPHa3y anbda
C MOMOLLbIO 3TUX NPUBOPOB. YbTpa3BYyKOBbIE HEGYNan3epbl
He NoAXoAAT AN BBeAeHWs JopHa3bl anbda, NOCKONbKY OHM
MOTYT MHaKTUBMPOBaTbL NpenapaT UK Bbli3BaTb HEAOMYCTH-
Mbl€ U3BMEHEHWUSI B CBOMCTBAX aspo304.

Mpenapat XopoLo COBMECTUM C APYTMMU MeAUKaMEHTa-
MU, YTO SIBASIETCH HEUIBEKHbIM B KOMMIEKCHOM JI€YEHUMU,
HanpuMmep ¢ aHTMOBMOTUKaMK, BpoHXoAMNaTaTopamMm, rOKo-
KOPTMKOMAAMM, aHaNbreTuKamMmu 1 ApyruMu MyKOSIMTUKaMK.

Oco6oe BHMMaHWe cnefyeTr o6paTuTb Ha TO, 4TO 60Jib-
HbIM MYKOBMCLIMA030M NPOTUBONOKa3aHbl 1tobble cpeacTBa,
nogasnsiiolne Kawesnb (B YaCTHOCTM, npenapartbl ¢ Aob6aB-
JIEHWEM KOJEWHA), KOTopble CMOCOGCTBYIOT HapacTaHUio
MYKOCTa3a, YTSKeNatoT TedeHne 3aboneBaHns ¢ pasBUTUEM
oCnoxHeHun. MNoatomy gopHazdy anbda Henb3s Ha3HayaTb
OAHOBPEMEHHO C NPOTMBOKALLIEBLIMMY MpenapaTtamu.

Mo HalWKWM AaHHbIM, HeXenaTenbHble ABNEHUS, NpUBea-
WKe K NMOSHOMY NpeKpaLeHN0 UHIaNaUMOHHON MYKONUTH-
YecKoM Tepanuu MpoTEeoNUTUYECKMM depMEHTOM, Habnto-
Janucb peaKo, 4To cornacyetcsa ¢ MHeHnem konner [10, 11].
OO6bIYHO 3TO HE3HaA4YUTENbHbIE ABAEHUA dapuUHInuTa U U3me-
HeHWe ronoca, MHOrga NapuMHIUT U KOXKHas CbiMb (C 3yAOM
nnun 6e3 Hero).

OT yero 3aBUCUT 3PPEKTUBHOCTb AOpPHA3bl anbda?
[ns Toro 4To6bI Npenapart 6b11 MaKCUManbHO 3QDEKTUBHbIM,
Heo6x0AMMO cobntoaTh BCE 3Tanbl KUHE3UTEPANWUK, NPaBuib-
HYIO TEXHWKY MHransiLuMm1, a Takke B 0693aTebHOM NopsiaKe
ob6ecneynTb NauMeHTY NOMHOLEHHbIN ApeHaX 6POHXUaNbHOro
[epeBa C NOMOLLbIO crneunanbHbIX AblXxaTeNbHbIX YIParKHEHWHN,
BMOpOMacca)ka, OTKallIMBaHWS (METOAbl KMHE3UTepanuu)
(pnc. 12) [4, 5]. Mpn 060CTPEHUN MHPEKUUU AbIXaTeNbHbIX
nyten Ha GpoHe nevyeHns NpUMeHeHKe npenapaTa MOXKHO Mpo-
nonmxatb 6€3 KaKoro-1mbo pucka ans 60/IbHOro.

Kak npaBunbHO npuHumaTtb gopHasy anbdpa? O6bl4HO
cTaHgapTHas Aosa coctasnsetr 2,5 mr (2,5 mn pactesopa
B 1 amnyne) 1 unun 2 pasa B geHb. Cneayet cobnoaatb cne-
Zylolune npasuna:
® MNpUHMMaTbL NpenapaT NOCTOSHHO N EXEeAHEBHO;
®  WHranauuio NpoBOAMTb B OAHO WM TO Xe BPEMS CYTOK,

KenaTenbHO Noc/e Erkoro OTKalIMBaHUS;
® MPUMEHATb KOMMPECCUOHHbIA UM MEMOpPaHHbIM WHra-

NATOPbI;

e npenapaT HeNb3s HW C YEM CMeLIMBaTb B HEOyNnansepe;



e co6noaatb YCI0BUSA XpaHEHUS (XPaHUTb B XONOAUbHUKE);
® 1CMoMb30BaTb Cpa3y Nocne BCKPbITUS aMmybl;

° nepej vHransiunen NekapcTBo He cneayeT HarpeBaThb;

® YHTEpBaN MeXAy MHranaumsamMu ¢ aHTMOMOTMKOM (MNK

APYrMM NEeKapCTBEHHbIM CPEACTBOM) AO/IKEH COCTABNATb

He meHee 2—-3 4.

CpeaHun Bo3pacT NaunMeHToB ¢ MyKOBUCLIMAO30M Hey-
KMIOHHO yBenuyMBaeTcs He TONbKO 3a pybexom (6onee
40 neT), HO 1 B Poccuun (6onee 20 net). B cBA3M ¢ 3aTUM
M3MEHUNMCb 3afjayn neguvaTpa W TepanesTa: Heo6Xxoau-
MO He TO/IbKO BOBPEMS MOCTaBWTb MPaBWUIIbHbIM AMArHo3,
HO U nogo6paTtb 3pPeKTUBHYO 6a3UCHYO Tepanuio, 6naro-
Japsi KOTOpoKW nauueHT 6yaeT xopowo cebs 4yBCTBOBATb,
6onblle BPEMEHM MPOBOAMTbL AOMa B ceMbe, 3a y4ebon
M paboTOW, U MeHblue B cTauumoHape. lpu ageKkBaTHOM
6a3UCHON Tepanuu CEerogHs KayecTBO KM3HU TaKuxX nauu-
€HTOB [0BOJ/IbHO XOpollee, OHW BedyT aKTUBHbIM 06pa3
M3HM, CO34at0T CEMbM, MONHOCTLIO COLMANbHO aaanTmupo-
BaHbl M NOME3HbI ANa obLiecTsa.

3a nocnegHue AecATUNETUS AOCTUTHYTbl 3HaYWUTEsbHbIe
ycnexu B 061acTi MOHMMaHUs NaTtodU3n0N0rM4EeCKUX OCHOB
M FEHEeTUKM MYKOBMCLMAO3a, pa3paboTaHbl COBPEMEHHbIe
cTaHaapTbl 3QOEKTUBHOIO nevyeHns, GU3MYeCcKon U NCuxo-
NIOTMYECKON peabunuTaunmn 3TUX GOMbHBLIX M MporpamMmmbl
MX counanbHon aganTtauuu [1, 3]. HacTbiM 3abnyxaeHuem
Bpayen, Kotopble HabnwogalT 60bHbiXx MB, camux nauyu-
€HTOB M WX poauTenen SBAseTcs MHEHUe, YTO 415 XOPOoLero
CaMOYyBCTBUS U KOHTPOAS Haj 3abofieBaHWEM JOCTaTOYHO
TONbKO MPUHUMATbL O4HY TAGNETKY U AenaTb OAHY MHTanaumio,
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