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OnTtuMainbHasl BSI3KOCTh OMOJIOTUIECKUX CEKPETOB SIB-
JISIETCS BaXKHOM TIPEIITOChUIKO HOPMAJIbHOTO (hYHKIIM-
OHMpPOBAHMSI OopraHu3Ma. B pecnupaTopHoil cucteme
CEKPET, MOKPHIBAIOIINI CIIM3UCTYIO IBIXaTeIbHBIX ITy-
Tel, BBIMOJHSET HECKONBbKO (yHKuMil. Cpenn HUX —
VBIQXXHEHHUE CIM3MCTOM, 3allluTa OT MHTaJIMPOBAHHBIX
yacTull U OakTepuil, obecrieueHue HOPMaJIbHOW TOM-
BIDKHOCTU IIMJIMAPHOTO 3MUTEINS (OCHOBHOTO MeXxa-
HI3MA 3alIUTHI JIETKNX).

bponxuanehbiii cekper (BC) mpencrasiaser coboii
CJIOXKHYI0 cucTeMy (Tabauiia) u Ha 89—95 % cocrout u3
BOIEI. B ero cocTaB BXOISIT TaKKe OPTaHNIECKIE COSITU~
HEHMSI M MMKpPO3JIeMeHTHI, mosiBuBImMecs: B bC kak
BCJIEICTBME CMHTE3a KJIETOK PECITUPATOPHOTO SIUTEIUS
¥ OPOHXMATbHBIX XeJle3, TaK U 13 Ia3Mbl KpoBU. B co-
ctaB bC BXomsT TakKe pa3INnIHbIC KIIETOIHBIC 3JIEMEHTHI
(umnmuapHBI AnuTenuii, Makpodaru ap.). Ilomararor,
yto bC, MoKphIBalOIINil MOBEPXHOCTh PECITMPATOPHOTO
SIUTENUSI, HE SIBJISIETCSI TOMOT€HHOM CTPYKTYpOU, a co-
CTOUT U3 2 c10eB — 60Jiee XKUAKOTO 30J1b U 00Jiee BI3KO-
ro renas [1].

PecHUYKM morpykKeHbl B KUIKHUI CI0M, MOKPHIBAIO-
LM SMUTETUATBHYIO BBICTUIKY 0 OCHOBAHUSI PECHU-
YeK U MUKPOBOPCUHOK [2]. Y TONbKO CBOEH BEpXyLIKOM
OHHM YITMPAIOTCS B TeJeo0pa3HbIil cioit cim3u. B ygact-
Kax, TIe CIM3b OTCYTCTBYET, IJTyOMHA XXMIKOTO CJIOSI CO-
OTBETCTBYET JUIMHE PeCHUYEK — 5—7 MKM, IIPY HATUYUU
CJIM3U ero riyoruHa ObIBaeT HeMHOro MeHblie. [lepuiiu-
JIMapHasi, WX OKOJIOPECHMUTYATASI, JKUIKOCTb BOTHOM
(a3pl — MPOMYKT IKCCYAAIIMU BOABI U3 SMUTETUATBHBIX
KJIETOK BBICTWJIKM BO3IYXOHOCHBIX MyTeil. DTOT mpolecc
PEryINPYeTCsT aKTUBHOCTBIO CEKPEIINM XJIOpa K HOHHOTO
TpaHCIIOpTa, B yacTHOCTU Na', B 3TUX KJleTKax [3].

Ucrounnkom BC gaBnsioTcs OpoHXHaNbHBIE XKeJle3bl,
KJEeTKU pecnupaTOpHOTo 3muTeaus, kKieTku Kiapa
¥ TUTa3MaTUIeCKHE KIICTKH. BSI3KOCTh MOKPOTEI 00YCIIOB-
JIeHa COOTHOIIICHNEM 30JI€BOI 1 TeJIeBOi (ha3 MOKPOTHI
¥ B OCHOBHOM COMepXKaHUEM 2 MaKpPOMOJEKYJI — MYKO-
WIHBIX TIMKOMNPOTEUAOB U AE30KCUPUOOHYKJIEHMHOBOM
kucaotsl (JHK). DnaBubiM uctounvikom JHK siBistroTcs
SIpa pacIafgaroIuxcs IMOIUMOP(PHO-SIIEPHBIX HEUTPO-

(uI0B, KOTOPBIE CKAIIUBAIOTCS B IBIXaTCIbHBIX ITYTSIX
B OTBET Ha XPOHMYECKYIO OaKTepHaabHYI0 WMHQEKIINIO
(puc. 1) [4]. HaxkomnieHue 4ype3MepHOro KOJMYeCTBa
JAHK B mbIxaTeTbHBIX MYTSIX YBEJIUMIUBACT BI3KOCTh CJIM -
31, CYIIECTBEHHO Hapylas ApeHax OpPOHXOB M elle
OoJbllIe CIIOCOOCTBYS Pa3BUTUIO MH(PEKIUU. DTO BeIeT
K JajibHeiIleMy BbIOpocy HeHTpoduioB U 0Opa3oBa-
Huio eile Oosbuero koamuyecrsa JHK. B pesynbrate
pacmerienus JIHK cHmkaeTcst BI3KOCTb MOKPOTHI [4].

JIHKa3za 4JenoBeka — NPUPOAHBIN BHEKJIETOUHBIN
(epMeHT-ruapoia3a, aKTUBHO paCIICTUISIONIMIA BHe-
kinetounyto JJHK. JIHKa3a BeipadbaTbiBaeTCsl MOIXKEY-
JIOYHOI XKeJIe301 1 CIIFOHHBIMU XeJie3amMu. Camast BEICO-
Kasl KOHLIEHTpalus 3Toro hepMeHTa Oblia OOHapyKeHa

Tabauua
Cocmasg 6pouxuaavrozo cexkpema (6 nopme) [4]

Bopa - 89-95 %

Wonei Na*, Cl-, Ca* n gp.

BbICOKO- 1 HU3KOMONEKYNSIPHBIE FIMKONPOTEUHBI (MYLWHDI) — 2-3 %
HeiitpanbHble (GpykomMuLmHBI)

Kucnbie (cnanomyumHbl u cynbpamyLyHbl)

Benku nna3mbl KPOBK (anbOYMMHbI, r10GYNNHDI)

Mnasmaruyeckme rMUKONPOTEUHBI

WMmyHornoGynuubl knaccoe A, G, E - 2-3 %
AnTunpoTeonutuyeckue dbepmentbl — 1-2 %

Jiunugpl (NpeumyLLecTBEHHO (pocdonunmabl GPOHXMANLHOTO U anbBeonsp-
HOro cypdakTaHTa u He6obLLIOe KONNHECTBO MMLIEPUAOB, XONECTEPONOB
1 cBOOOAHBIX XUpHbIX kucnot - 0,3-0,5 %

T« m

‘I-.Iempoqmn

Puc. 1. Ucrounuku JIHK B MOKpoTe 6OIbHBIX MYKOBUCIIUI030M
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B IUIIEBAPUTEILHOM TpaKTe, TIe, MpexkXae BCEro, mpo-
ucxonut nepesapuBanue JHK, nmpucyrcrBytonieii B mi-
wie. ITonbiTku Mcnojb3oBaHus Oblubeit JIHKa3zbr 0b11mn
npeanpuHAThI eie B 1950-x rr. B uccinenoBaHusix in vitro
OBLIO TTOKA3aHO, YTO OHA MOXKET CYIIECTBEHHO CHIXKATh
BSI3KOCTh THOMHBIX ceKpeToB jerkux [5]. Knmnnueckoe
npuMeHeHue Oblubell maHkpeaTuueckoir JIHKazwer 1
(mopHasbl) 0bL10 paspemeHo CILA B 1958 1. [6]. OnHa-
KO BCKOPE MOSIBUJIMCH COOOIIIEHMS O TTOOOUYHBIX PeaKIli-
ax. M obruba mankpeatnyeckas JIHKaza I Beima us
YIOTpeOaeHUsI.

Yenoseueckast [JHKaza I Obia BhizeseHa B KOHIIE
1970-X IT. M3 TTOMKETyIOUHON XKeJle3bl, TyOaeHAIBHOTO
COKa, CBIBOPOTKM U MOYM YeJIOBEKA U YaCTUYHO OUHIIIe-
Ha. [Tocnenyroiuit mporpecc B 006JacTU MOJIEKYJISIPHOM
OMOJIOTUM cJiesia]l BO3MOXHBIM KJIOHMPOBAaHUE M JKC-
npeccuto reHa yesoBeuyeckoin JIHKa3bl. [NomyuyeHHBINI
MpONYKT — peKoMOMHaHTHas uenoBedeckas JIHKaza
(pu/IHKa3za) — mpeacrapisieT co00# MUKOMPOTEUH, CO-
nepxaruii 260 aMMHOKUCIIOT, ¢ MOJIEKYJISIPHOM MacCoi
okoio 33 000—38 000 mamsroH, ¢ 1992 1. HayaTO ee Mmpo-
M3BOJACTBO. DTO TpemapaT mopHasa ainbda (Ilyabmo-
3uM®, nanee — J1A) kommanum "®. Xodpdmanu-JIg Por
JItn" (LlIBeiiiiapusi) — ounineHHbI pactBop pu/lHKa-
3bI-1, BbIpaOaThIBa€MOM ITOMKEIYIOYHON XKeJie30i
U IpYTUMU TKaHAMU [5].

B uccnenoBanusx in vitro 0bUIO OKa3aHo, 4To JIA
OBICTPO M 3HAYMTEIHLHO YMEHBIIAET BSI3KOCTh THOMHOM
MOKPOTHI TIPY MYKOBUCIIMA03€, TIpeBpalias e¢ 13 HeTe-
Kydero reist B XMAKOCTb (puc. 2) [7]. MexaHusm
JEWCTBUSI CBSI3aH CO CIIOCOOHOCTBIO PACIIEILISTh BBICO-
KomouekyasipHyo JIHK B rHOfHOM cekpeTe AbIXxaTeab-
HBIX IIyTel (puc. 2).

IIpu mccnegoBaHuM B BKCIEPUMEHTE OBLIO TTOKa-
3aHO, YTO OMOIOCTYIMHOCTh (hepMeHTa MPU MHIAISILU-
OHHOM BBEJIEHMM Y IIPUMATOB cocTaBisieT < 2 % BIbI-
xaeMOil mo3bl. He BBISIBICHO IPU3HAKOB CHUCTEMHOU

Puc. 2. MexaHu3m JeiicTBus 1opHa3bl ajibda (00bsICHEHUE B TEKCTE)

KyMMYJISIHUM Tipenapata [8]. MeTtabonmyeckne ucclie-
JIOBaHUS TIPOBOAMIMCH Ha TPhI3YHAX IS OLIEHKU POJIA
CBSI3BIBAIOIIMX OeIKOB B AenoHupoBaHuu HA. I1pu 60-
Jiee BBICOKHMX J103ax Tperapara 3TOT KOMILIEKC, MO-BHU-
IUMOMY, HACHIIIAJCSA, a HecBsI3aHHAs /A BBIBOIMIACH
onicTpee. [ToaToMy ¢ y4yeTOM HU3KOM CBIBOPOTOUHOM
KoHUeHTpauuu JIA nocie uHraassuuu (MakCuMalbHbIN
ypoBeHb — < 40 HT / MJT), BEpOSITHO, YTO BCSI OHA OyneT
HaXOIMNTHCS B CBIBOPOTKE B CBSI3aHHOI (hopMe, KoTopas,
MO0 MMEIIIMMCS COOOIIEHHUSIM, OMOJOTMYECKM HeaK-
TUBHa [8§].

Knuxuyeckue nccnepoBanms

OCHOBHBIM MMOKa3aHUEM JIsl HazHayeHus JIA sBiseTcs
MYKOBUCLIMI03 — 3abojieBaHue, KOTOPOE pPa3BUBAETCS
IIpY HACJIEAOBAaHWU 2 TAaTOJOTUUYECKUX KOIWIA TpaHC-
MEMOpPAaHHOTO PEryIsITOPHOTO TeHa MYKOBHMCIIMIO03a,
pacrojioxXeHHOoro Ha 7-i xpomocome. bone3Hb xapakre-
pusyeTcst AMCHYHKIMEH 9K30KPUHHBIX XeJie3, UYTO MpU-
BOIUT K HEJIOMY PSIAY KIMHUYECKUX TIPOSIBJICHUIA 1 OC-
noxHeHni. OTmenseMoe CIU3MCTHIX XeJle3 JIETKUX
M XKeJyTI0UYHO-KUIIIEYHOTO TpaKTa (U3NIYECKU M3MEHS-
eTCsl, CTaHOBUTCS YPE3BBIYAHO TYCTBIM W BSI3KHUM.
Knuanaeckre ocIIOXKHEHUsI, COMYTCTBYIOIINE STUM H3-
MEHEHUSIM, BKJIIOUAIOT B ceOsl pa3BUTHE XPOHUUECKOTO
THOMHOIO OpOHXHUTa C pa3pylleHWeM TKaHM JETKUX,
a Takxe (opMUpoOBaHME TaHKpeaTUYeCKOW HemocTa-
TOYHOCTH, CaXxapHOro auabdeTa ¥ MaToJ0ruu rnevyeHu [9].
Hapymienns ¢GyHKIMOHUPOBAHUS OPraHOB IbIXaHUS —
IJIaBHAsl MPUYMHA JIETAJTbHOCTH 1 OCJIOXKHEHUI Y 00JIb-
HBIX MyKoBUCLMI030M. bojiee 90 % 13 HUX yMHUPAIOT OT
MOpaXXeHUsI Jierkux [9].

[MaTomormst JeTKUX XapaKTepU3yeTcsl OOCTPYKLIMEH
JIbIXaTeIbHBIX ITyTel, BRI3BAHHOM HAKOTUIEHUEM TYCTOTO
THOMHOTIO OTHAEJISIEMOT0, IMOBTOPHBIMM MHGEKIUSIMU
IBIXaTeTbHOU CHUCTEMBI M IIPOTPECCUPYIONINM YXYIIIIe-
HUeM (GyHKIUM JerkmX. CeKpeT ObIXaTeNbHBIX IyTei
TMOCTOSIHHO KOJIOHU3UPYETCSl OaKTEepUSIMU, MPU 3TOM
y 00JIBHBIX Yallle Bcero ooHapyxuBatotcs Staphylococcus
aureus 1 Pseudomonas aeruginosa. Tlpu OpOHXOCKOITH-
YeCKOM MCCJICIOBAaHUM OOJPHBIX MyKOBUCIIMIO30M BBI-
SIBJISICTCST OOJIBIIIOE KOJIMYECTBO BSI3KOIM THOMHOI MOK-
pPOTHI Ha CTeHKaX OpoHXOB (puc. 3), KoTopasi MpHUBOIUT
K OOCTPYKIINHU IBIXaTeIbHBIX IyTeil ¥ HApYIIICHUIO BeH-
THISIIIAY JIETKUX.

IToMuMo GakTepuii B mbIXaTeJIbHbIE ITyTH TOIAnaeT
00JIbIIIOE KOJMYECTBO JICHKOLMTOB, MPEXIE BCEro —
HEUTpopUIOB. DTU HEUTpoWIbl — Mpeodnanaroluii
uctouHuk BHekJeTouHoit JIHK, koTopast BeiIcBOOOXKIa-
eTCs IPU UX JereHepaluy. B THOifHOM JIerouHOM OT/ie-
nsemoMm JITHK HakamiuBaeTcsl B KOHLIEHTpaLMSIX, paB-
HbIX ~ 3—14 Mr / mu, u cocraBiser 3—4 % ot o61iero
KOJIMYECTBA TUIOTHOTO BEIECTBA B MOKPOTE IPU MYKO-
Bucuuno3se [10]. ITokaszaHo, yTo pacTBopbl TobKo JHK
B MOMOOHBIX KOHILEHTpALUAX 00JagaloT BbICOKOW BSI3-
KOCTBIO. B Jrerkux mereii, OOJBHBIX MYKOBHMCIIMIO30M,
KOTOpBIC TIPU POXICHUU MOTYT OBITh HOPMAaIbHBIMH,
uHbeKLMs pa3BuBaercs ObicTpo. C Bo3pacToM nucba-
JJaHC BEHTWISILIMU U Tepdy3uu MPOrpeccupyert, yBeau-
YUBast TUIIOKCHIO IO Mepe HapacTaHUsI MH(PEKIIMOHHBIX
¥ BOCITAJIUTEIbHBIX M3MEHEHU. DTO B KOHEYHOM CUeTe
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Puc. 3. DHmodoTo GpoHXMATBHOTO NepeBa OOJIBHOTO TsKenoil Gop-
MOM MYKOBHCIIHMI03a

MPUBOIUT K JIETOYHOI apTepuaibHON TUIepTEeH3UH, 3a
KOTOpPOi cieayloT (hopMUpOBaHWE XPOHUYECKOTO Jie-
TOYHOTO CEepAlA U AbIXaTeJIbHAS HEAOCTATOYHOCTD.

bénpiag yactb KIMHUYECKMX MccaenoBaHuit A
MpoBeJeHa Y 00JIbHBIX MYKOBUCIIMA030M. B MHOTOUMC-
JIEHHBIX MCCJIEJIOBAHUSX B Hallleil cTpaHe U 3a pyoe-
KoM [9, 11—13] mokazaHa 3((heKTUBHOCTH IIperapara
y OeTeit U B3POCHIBIX U BO3MOXHOCTb €0 JUTUTEIHHOIO
npuMeHeHus. JeiicrBue JIA Ha MOKpPOTY OOJILHOTO MY-
KOBUCLIMI030M TTOKa3aHo Ha puc. 4 [7].

B PEIT — 2-neTHeM paHIOMU3UPOBAHHOM, JBOMHOM
ClIernoM, ILIale00-KOHTPOJUPYEMOM HCCASIOBAaHUM
cpenu aereid 6—10 JIeT ¢ He3HAYUTEIBHBIMM HapyILIEHM -
MK QYHKIUM ObiXaHus (popcrpoBaHHAS KM3HEHHAS
eMKOCTb JierKux (P2KEJ) — > 70 %0nx.), IPOBEACHHOM
B 49 KIMHUYECKUX LIeHTpax B 12 crpaHax [14], Ob110 mo-
Ka3aHo, YTo 3TOT Mpenapar 3¢hGEeKTUBEH MO ClAeaylo-
IIIMM TTapaMeTpaM:

* JUIMTENIPHOE YIIydIlleHHe o0beMa (OpCHpOBAaHHOTO
BoIIOXa 3a 1-10 ¢ (OMB,;) n 0cobeHHO IMoKa3aTeei
cpenHelr 00beMHOM CKOPOCTH TIpH BeIIOXe 25—75 %
®KEJI 1 MTHOBeHHOIT 00bEMHOI CKOPOCTH TIPU BbI-
noxe 50 % DXKEJI, Gosee TOYHO OTpaxKkaroIInX
OOCTPYKIIMIO MEJIKUX OPOHXOB;

*  CTOWKOE JUIUTEeIbHOE CHUXKEHUE YPOBHS 00OCTPEeHUIA
JIETOYHOM Tmaroyiorn Ha ~ !/53 [14], 4To MOXeT BIu-
SITh HA OTAAJIEHHBIN MTPOrHo3 3adoneBanus [15]. Uc-
M0JIb30BaHNE KPUBBIX BbKUBaeMoctu Kaplan—Meier
(puc. 5) mokasajo, 4To IMpenapar odecrneyrBan 3¢p-
(hbexTUBHYI0O MPOGWIAKTUKY OOOCTPEHUIl B TEUeHUE
Bcex 96 Hen. uccienoBaHust. Ha guarpamme mpen-
CTaBJieH IPOLEHT MAllMEHTOB KaXXIOil I'pymIibl 0e3
KaKHX-JI100 MPU3HAKOB 0OOCTPEHUSs JIETOUHON Ma-
TOJIOTUM 3a BeCh Mepuoi uccienoBaHus. Kaxmoe
TepBoe 000CTPEeHNE y TALIMEHTOB U3 TepareBTUYeC-
KMX TPYIIN MTOKa3aHO Ha AuarpaMMe CHIDKEHHEM 00-
IIET0 MPOLIeHTa OOJIbHBIX 0e3 000cTpeHU I (" BBLKMB-
mue").

[TomyderHHbIe pe3yabTaThl IOATBEPKIAIOT IIETIECO-
00pa3HOCTb paHHEW M aKTUBHOM Tepanuuy IallMeHTOB
¢ MyKoBucluao3oM [14]. C 1992 r. B Mupe npoBeaeH psif
KIMHWYECKUX MCCIENOBAaHUN OLIeHKM 3(PheKTUBHOCTU
u 6e3omacHoctu JIA y Takux O0abHBIX. B MynabTULIEHT-

POBBIX KOHTPOJUPYEMBIX MCCICIOBAHUSIX yJ4aCTBOBAIN
> 2 000 60abHBIX B Bo3pacTe = 6 jieT. BeIsiBIIeHO cyIiecT-
BeHHoe yBenamuenne ODB; (10—14 %) u ®XKEJ (10—
12 %), Mo cpaBHEHHWIO C MCXOOHBIM YpPOBHEM, YK€ Ha
10-i1 meHBb OT HaYajia TepaIuy, IIpUIEM depes 4 THS T10-
cjie TIpeKpallleHUsl JeUeHUs YIydllleHue IToKa3aTeleit
(bynkuum BHemHero nbixaHus (PBJl) HaumHamo cra-
nath. OTMEUEHO yydllleHue KavyecTBa XKU3HU U OoJiee
GyrarornpugTHOE TeueHue oosesnu [16, 17].

B aTux mncciaenoBaHusx He ObUIO BBHISBICHO aHa(pu-
JIaKCUU, JIEKapCTBEHHOMU alJIepruu, MOsIBJICHUS] aHTUTE
K JIA HM y ogHOro 13 OOJIbHBIX, OAHAKO TpU Ha3Ha-
YeHUH 3TOTO IIperapara, 1o CpaBHEHUIO C IIa1ebo, oT-
MeuajoCh yyallleHMe M3MEHEHHUs Trosioca, (hapuHIHTA,
IUCTerncun, oTeka jauua. B uccienoBaHuUsIX M3ydascs
U TIPEPBIBUCTHIN peXKUM TO3MpoBaHUs (2 Hem. — Tepa-
s 1A, 2 Hen. — nepepniB). Kaxkawlii pa3, Korna 60071b-
HOI moJTy4yaj Teparuio Ipy MPEepPhIBUCTOM PEeXUME J10-
3upoBaHMs, Tokaszareau PBJI ynydmianuch, OmxHAKO
yepe3 KOPOTKOE BpeMs Tocjie OTMEHBI Tiperiapata OHU
BO3BpAaIIAJIMCh K TIPEKHEMY YPOBHIO.

s OlleHKM CpemHECPOUYHBIX U JOJTOCPOYHBIX -
(exToB HazHaueHus A MpPOBOAMIMCH MCCIEIOBaHUS

.
Before Palmozyme

After Pulmozyme

Puc. 4. JleiicTBre nopHa3bl ajbda Ha MOKPOTY OOJTbHOTO MyKOBHCIIM-
JI030M

100

95

Tynbmo3inm

90

85

%
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80

75

70

0 12 24 36 48 60 72 84 96
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Puc. 5. BonbHbie 6e3 o6octpenus (%) Bo BpeMs uccienoBanusi PEIT:
KpUBbIE BbKMBaeMocTu Kaplan—Meier
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111 ¢daser, xoropsie oxBatmim 51 nentp B CIIIA. 968
OOJIbHBIX MYKOBMCIIMI030M OBLIM BKJIIOUEHBI B paHIIO-
MU3UPOBAaHHOE, NBOMHOE Clernoe, MIanedo-KOHTPOIU-
pyemMoe WCCliefloBaHMEe C TMapauleJIbHBIMU TpyMIaMu,
nponpoikaBiieecd 24 Hen. beuto mokaszaHo, uro /1A 3Ha-
yuTeapHO yaydinaer OPB;, mo cpaBHeHUIO ¢ I1aLe0o.
YacroTta nH(peKIMHi AbIXaTeJIbHbIX MyTei CHUXKaIACh Aa-
K€ y OOJIBHBIX ¢ MUHUMAJIBHBIM YIYJIIeHHEM (DYHKIINN
JIETKMX, YMEHBIIAJACh TaKXKe UIUTSIHHOCTh ITPEOBIBA-
HUS B CTallMOHApe WX AoMa. Y MalMeHTOB, MOJydaB-
mux JA, cHUXajlach OAbIIIKA, YIydlIaJoOCh CaMOYYyB-
cteue. [IpumeHeHMe TIpenapara He BBI3BIBAJIO aJIEpTUN
WM aHapMIaKCHU, YacTOTa JIETaJbHBIX HCXOIOB,
OCHOBHBIX OCJIOXKHEHUI CO CTOPOHBI IbIXaTeIbHBIX ITy-
Tel (MHEBMOTOPAKC, KPOBOXapKaHUE), MO CPaBHEHMIO
¢ riaue6o, He Bo3pacTtaia [18]. K KoHly uccienoBaHus
antutena K JJA onpenensuinch y 3—4 % OGONBHBIX, TIPU-
YyeM 3TO OBbUIM aHTUTENa Kjacca MMMYyHoriaooynuHa G
(IgG). Aututen knacca IgE BbIsiBIeHO He OBLIO, U 3TO He
CKa3bIBaJIoCch Ha 3(POEKTUBHOCTH JICUEHUS, YTO COOT-
BETCTBYET JAHHBLIM O APYrUX Ipernaparax, CoaepxKariux
pEeKOMOMHaAHTHBIEC OeJIKU YejaoBeKa (TOpMOH pocTa, MH-
cyauH) [19]. Takum o6pa3om, ObLIa TPOAEMOHCTPUPOBA-
Ha BbICOKas 3(MGhEeKTUBHOCTh U 0€30MacHOCTh JeKap-
CTBEHHOTO cpencTBa. [Ipemapat ObUT peKOMEHIOBAH TSI
JIUTUTETBLHOTO JICUeHUsI OOJbHBIX MYKOBUCITAIO30M.

Coob111aeTcs TakKe 00 YCIEeITHOM JeUeHU M CUHYCH -
Ta y O0JBbHBIX MYKOBUCIIUI030M € momoliibio JA [20].

Bomnpoc o Tom, korna 6oJiee 3pPeKTUBHO TpUMeHe-
Hue A — no wiu mnocie GU3MOTEpanuu, — OCTaeTCs
OTKPBITBIM. CrcTeMaTu4yecKuid 0030p, MOCBSILEHHbBIN
3TOM TIpobJieMe, He 1aeT OJHO3HAYHBIX PEKOMEH /1IN,
HO OTMEYEHO, YTO B OTHOIICHUH ITPOXOTUMOCTH METKIX
OPOHXOB y JeTeil ¢ BEICOKMMM TTokazareassmu OB/ nH-
raysiuust JJA 1o npoueaypsl KuHe3uTepanuu oosee a¢-
(exTrBHA, yeM nocye Hee [21].

HexkoTtoprie pe3yabratel mpuMeHeHnsS JIA oTpaskeHbI
B CUCTEMaTHUYECKOM 0030pe, oxBaThIBaloleM 43 uccie-
JIOBaHMSI, B KOTOpbIE ObUIM BKJIIOUEHBI 2 469 maiimeHToB.
ITo MHeHMIO aBTOPOB, TpuMeHeHue 1A B TeueHue 1 mec.
y OOJBHBIX MYKOBUCIIAO30M IPUBOAUT K YIyYIICHUIO
(byHKIIMM JIETKUX, TPUMEHEHME IIperapata B TEYCHME
6 Mec. TakKe MPUBOAMT K ITOJIOXUTEIbHOMY 3(DhEKTY.
Tepanus B TedeHue 2 JIET 3HAYMTEBHO yJIydIiaeT pyHK-
nuto yerkux (OPB,) u cHMKaeT 4acToTy 00OCTPEHMIA.
EnnHcTBeHHBIE 1TOO0YHBIE 3 (HEKTHI, O KOTOPHIX CO00-
11IaeTCs, — ChIMlb U U3MEHEHMeE Tojoca [22].

MpumeHenue JIA npu apyrux 3aboneBaHusx

Bricokas apdexkTuBHOCTb JJA, mokazaHHast y OOJbHBIX
MYKOBUCILIMAO30M, U PEKOMEHJALIMU 10 €€ JJIUTEJbHO-
MYy IPUMEHEHMIO ITO3BOJISIIOT KIIMHUIIICTAM UCITOIb30-
BaTh STOT MpenapaT U IIPU APYTUX 3a00IeBaHUAX, TIPO-
TEKAaIOLIMX C OOCTPYKLMEN AbIXaTeJIbHBIX ITyTel, BI3KOM
MOKPOTOU ¥ THOMHBIMM MPOLIECCAMU IPYIOii JTOKaIn3a-
WU, — HalIpuMep, TIPU XPOHUIECKIX BOCTIATUTEITbHBIX
3a0oseBaHMsIX J1eTkux (XB3JI) nHoit aTnonorunm [23].
IIpuMeHeHMe TpenapaToB, CIOCOOCTBYIOIIMX pa3-
JKMDKEHUIO MOKPOTHI, SIBJISIETCSI BasKHBIM KOMITOHEHTOM
KomIuiekcHoro jedyeHus aeteii ¢ XB3JI. OcobeHHOCTD
TEYCHMST 3TUX 3a00JIeBaHUI B IETCKOM BO3PACTE 3aKJTIO-

YaeTcs B TOM, YTO METOIBI SJIMMUHAIINN MOKPOTHI (JIe-
yeOHasi TUMHACTUKA, JpeHax, Maccax) MeHee apdek-
TUBHBI, YEM Y B3POCJIbIX WM MOAPOCTKOB. DTO CBSI3aHO
C 3aTPpyOIHEHUSIMH B BBHITTOJTHEHUU CIICIIMABHBIX TBIXa-
TEJIbHBIX MaHEBPOB, OCOOCHHO Y IeTeH MJIAAIIETO BO3-
pacta. CKorieHre BSI3KOro ceKpeTa B reprudepudecKux
OpoHXax MPUBOIMUT K MX 3aKyMOpKe, HApYLIEHUIO BEH-
TWISIIUA COOTBETCTBYIOIINX CYOCETMEHTOB JIETKUX
W IJIATEILHOMY, HECMOTPSI Ha aHTUOAKTEPUATbHYIO Te-
pamnuio, TeYEHUI0 000CTPEHMSI OPOHXOJIETOUHOTO IPO-
1iecca. bpoHxockonuyeckasi caHalus siBJsieTcsl He00Xo0-
IUMOI TIPOUEIypoll I YAYUYIIeHUsS BEHTUJISILINU
snerkux. B cBsi3u ¢ 3TM 0oJibIIOE 3HAYUEHUE TTpUoOpeTa-
eT TOBbIIIeHUE 3DHOEKTUBHOCTU CUCTEMbI OUYMUILECHUS
OpoHxuasbHOro nepena. IlpumeHeHUe >(h(HEKTUBHBIX
MYKOJIUTHUECKHUX CPEACTB B COUCTAHWHU C DHEPTUUHON
KMHE3UTepaInneil SIBIIeTCs OMHUM M3 BO3MOXKHBIX pe-
LIeHUI JaHHOI TTpobieMbl [24].

Coobuaercst 00 3(p(HeKTUBHOM MCIOJb3oBaHUU A
npu JeyeHuu aeteit ¢ Takumu XB3JI, Kak BpoxKAEeHHbII
TOPOK Pa3BUTHS JIETKUX, JIOKAJTBHBIM ITHEBMOCKIICPO3
¢ OpOHXOBKTa3aMu, TEpPBUYHAS IWIMAapHAs TUCKUHE-
3us [24]. UccnenoBaHue BI3KOCTU MOKPOThI, MOJYYEH-
HOI OT 3TUX OOJIBHBIX, MOCJE OJHOKPATHOTO BO3IEH-
crBust JIA in vitro mokasajo, 4TO MYKOJUTUYECKUIA
3 deKT mpenapaTa COXpaHseTcsl B TeYeHHE CYTOK, YTO
MOATBEPXKIACT paHee MOJydYeHHbIE TaHHbIC B OKCIIEPH-
meHTe [17]. Ho npu uccnenoBaHMKU MOBTOPHBIX MTOPLIMIA
MOKPOTHI, TTOJIYICHHBIX Y TTALIMEHTOB TOCJIC MHTAISIIINT
JIeKapcTBa, ObUIO MOKA3aHO, YTO MYKOJUTUUECKUI (-
(exT mocturaeT MakcumMyMa K 4 4 IOCe WHIaISILIUU
U cHUKaeTcsd K 8 4. DT1oT 3G eKT 00bSICHIETCS OO -
HUTEIbHBIM ITOCTYIICHNEM BSI3KOTO CeKpeTa B IIPOCBET
OpOHXOB B TeUEHHE § 4 ITOC/Ie MHTAISIINM WX SJIMMUHA-
LMeil mpemnapaTta U3 OpoHXUaJbHOTO jAepeBa. JaHHBIN
(akT MOXKET CIIy>KUTh OCHOBaHHMEM JUIST PeKOMEHIAIINHN
1o 2- 1 3-KpaTHOMY IIpuMeHeHHIo [JA B TeueHUe CYyTOK
(aHe 1 pa3 B CyTKH), HO TpeOYeT AaJbHEMIIIero MOATBE PXK-
neHust. B uccrienoBaHuu oTMe4eHo, uTo J1A sIBJIsIeTCs BbI-
COK03((MEKTUBHBIM MYKOJIMTUISCKUM CPEIACTBOM U MO-
JKET MCIIOJIb30BaThCS MJIT MYKOJUTHIECKON Teparmuu
y nereit ¢ XB3JI, compoBoxnamolmuxcsi OpoHXoppeeit
¢ BsI3Koil MokpoToil. IlpemapaT MoXeT NPUMEHSITHCS
B (popMe KaK MHTAJISIIINN, TaK U SHIOOPOHXUAIBHON MH-
CTWUTSIIIN. AJUTEPTYECKIX PeaKIInii He OBIJIO OTMEUEHO.
[To6ouHbIi 3(peKT — TeplleHne B ropjie — 3aperucTpu-
poBaH y | ©oabHOro. IToJOXUTENbHBIN KIMHUYECKUIA
53¢ deKT MCIOIb30BaHUS IIpernapaTa COIPOBOXIAJICS
yiydireHueM napametpoB OB/,

O ctumynupylouieM aeiictBun A Ha MyKouuIvap-
HbBII TPAaHCTIOPT Y OOJBHBIX XPOHUUYECKUM OPOHXUTOM
yka3biBaloT E.Puchelle et al. [25]. Coobuaetcs 00 ad-
(exTuBHOM mpuMeHeHNHU A y IMaleHToB ¢ IMepBUY-
HOH LuaMapHoil nuckuHesuei [26]. INepBuunas uuin-
apHasl JUCKMHE3Us, KaK M MYKOBMCLMIO3, SIBJISIETCS
XpPOHUYECKUM JICTOYHBIM 3a00JIcBaHIEM, TP KOTOPOM
TMOBPEXICHNE TKAaHH JISTKMX CBSI3aHO C 3aIePKKOI MOK-
poTel. HapylieHrne MyKoIuanapHOTo TpaHCIIOpTa IpU-
BOIUT K Pa3BUTUIO XPOHUUYECKOTO CUHYCUTA, XPOHUYEC-
KOTO OpOHXHUTAa, M BITOCICACTBUM — OPOHXO3KTA30B.
CoBpeMeHHBIE METOIbI TepPalluy CUHIPOMA BKIIIOYAIOT
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B cc0s1 KMHE3UTepaIiio, IpMMEeHEHNE aHTUOAKTepUalb-
HBIX TIperapaToB, OPOHXOAMIATATOPOB U MYKOJUTUYUEC-
kux cpeacts. IlpumeHeHue JIA TO3BOJUIO TOJYYUTH
MOJIOXKUTENbHBINA 3(P(PEKT y MallMeHTOB C 3TUM 3a00Jie-
BaHHEM.

Ony6nMKoBaHbI pe3yabTaThl puema JIA rmpu OpoH-
XMOJIUTE, BbI3BAHHOM DPECIUPATOPHO-CUHIUTUAIBHBIM
BupycoM (PC-BupycHoM 6ponxuoaure) [27]. bpoHxuo-
JINT TIpEACTaBJIsIeT cO00 MH(pEKIIMOHHOE BOCHATICHUE
O6poHxuoa guaMmeTpoM ot 75 1o 300 HM. DTOT NMaTOJIOTH -
YECKHUI Mpouecc MPUBOAUT K HEKPO3Y PeCIIMPaTOPHOIO
BIUTENNS U CY>KEHUIO TIPOCBETa BO3AYXOHOCHBIX ITyTEH.
PasBuBaeTcst oTeK TKaHei, B IpoCcBeTe OPOHXMOJ (Dop-
MUPYIOTCS TIJIOTHBIE CIM3UCTBIE TTPOOKU, KOTOPKIE TTOJI-
HOCTBIO WM YaCTUYHO 3aKyMOPHUBAIOT MPOCBET, YTO
BEIEeT K 3a/iepXKe BO3ayxa, Win (popMHPOBAHUIO aTe-
JeKTaza. BciemcTBue paspyllieHUs BOCITATUTEIBHBIX
KJIETOK B CIM3UCTBIX MPOOKaX HaKaruIMBaeTCsl 0OJIbIIOe
konmuuectBo JHK (3—14 mr / mun). PanmomusupoBaH-
HOe, JBOWHOE cJiernoe, IIane00-KOHTPOJIUPyeMoe
uccaenoBanue y 75 60nbHBIX ¢ PC-BUPYCHBIM OpOHXMO-
JIMTOM ToKa3ajio, uro A oOecrieunBaeT Oosee BbIpa-
JKEHHOE YJIyJllleHue MoKa3aresaeil peHTreHorpabuu Jjer-
KUX W YJIy4dlllaeT COCTOSTHME OOJIbHBIX IO CPaBHEHUIO
¢ ate6o [28]. B Hem ygacTBOBaM OeTH MJamIIe 2 JieT,
rocnUTaJIu3upoBaHHble Mo ToBoay PC-BupycHoro
oponxuonuTta. [IpenapaT HazHayascs B 1o3e 2,5 mr 1 pa3
B JIeHb B (hOpMe MHTAJISIIIUY, TIEPUOJ TePAIT COCTaBIIT
5 pueit. [To60YHBIX 3(P(PEKTOB BBHIIBIEHO HE OBLIO.

B nocnenHue ronbl MoSIBUIMCH MyOnMKauu oo ag-
(beXTMBHOM HMCMOJIb30BAaHUHU MpernapaTa Mpu aTeJeKTa-
3aX, B T. 4. Y HEIOHOIIEHHBIX aeteil [29—31]. O6¢cTpyK-
LU IBIXaTeIbHBIX IyTe# CIM3UCTHIMU IIPOOKAMM YacTO
BCTpeyaeTcs y MallMeHTOB HeOHATaJIbHBIX peaHUMalll-
OHHBIX oTaeneHuil. [Ipu HeahheKTUBHOCTU CTaHAAPT-
HOIi Tepanuy OPOHXOCKOITMYECKOe yaaleHue MyKO3HBIX
MpoOOK He BCEerga BO3MOXHO Y HEOOHOIICHHBIX JAeTeit
TPYIHOTO BO3pacTa B CBSI3U C MaJIbIM pa3MepOM UX pec-
nupatopHoii cuctemsbl. S.Kupeli et al. v N.O.El Hassan
et al. [29, 30] ucnonb3oBanu JIA nisl yjydilleHUsT BbIBE-
IEHUS MOKPOTBI M OUMIICHMS IIPOCBETA IBIXaTeTbHBIX
myTeil B CBSI3U ¢ HeR((GEKTUBHOCTBIO CTAHIAPTHOM Te-
panuy ¥ HEBO3MOXXHOCTbIO OPOHXOCKOIIUM U3-3a Majlo-
ro pa3mepa Tea rnamueHTa. [IpernapaTt BBOIUJICS B BUE
nHrangunii. [To609HbIX 3¢ HEKTOB BHISIBIEHO He ObLIO,
HO aBTOpHI OOpalllaloT BHMMaHWE Ha HEOOXOTMMOCTH
3¢ dEeKTUBHON acnupalMy ceKpeTa IJIsl penoTBpalle-
HUS TTIOBTOPHOI OOCTPYKIINU AbIXaTeIbHBIX ITyTCH.

Coobmaercs Takke 0 KIMHUYECKMX HAOTIOMCHUSIX
3 (HEeKTUBHOCTH TIpenapaTa IMpyv aCTMaTUIECKOM CTaTy-
ce [32] u mnactuueckom opoHxute [33].

OcHoBHOI1 nyTh BBeAeHUsT JIA — MHraassuMOHHBINI,
yepe3 HeOymaiizep. B KauecTBe cpeacTBa IOCTaBKHU
pPEeKOMEHIyeTCsl KOMIIPECCMOHHBIN uHraiasaTop. Emu-
HUYHbIE COOOIIEHHUS O BO3MOXHOCTH IMTPUMEHEHUS pac-
MBITUTEJIEN Ha OCHOBE MEIII-TEXHOJIOTUU TPEOYIOT Hab-
HEeWIIero noaTBepxxaeHus [34].

BmecTe ¢ TeM cooOiaeTcsi 0 BBeIEHUM JIeKapCcTBa
B BUJE MHCTWUISLMUU, HaIpUMep MpU OPOHXOCKOIUM.
A.Bush oTMeuyaeT BO3MOXHOCTb MCIIOJIb30BaHUSI TIpe-
mapara IpH IPOBEACHUM OPOHXOCKOIIMU ITO0 3KCTPEH-

HBIM TOKa3aHUSIM IeTSIM KaK ¢ MYKOBHCIIMIO30M, TaK
W C APYTUMU 3a00JIeBaHUSIMM, HATIpUMEDP BEHTWISITOP-
acCCOUMMPOBAHHON MHEBMOHUEH M aTejaekTaszamu [35].
D.M.Slattery et al. cooOIIAIOT O MOJOXUTEILHOM 3(-
dexTe SHIOOPOHXMAILHOTO BBedeHUST JIA OOIBHBIM
MYKOBUCIMIO30M C aTejleKTa3aMM, PEe3UCTCHTHBIMU
K Tepamnuu, B TeueHue 2 Hell. U O BO3MOXKHOCTH UCIOJIb-
30BaHMSI IIpeIiapaTa IMpyu OPOHXOCKOITMIECKUX CaHAITUSIX
y OOJIBHBIX C XPOHUYECKUMU OOCTPYKTUBHBIMU 3a00JIe-
BaHMSIMM JIETKMX U cTaTtyce actMartukyc [36]. U.K. Boa-
K06 1 Op. NPUBOIIT JaHHbIe 00 3¢ (HEKTUBHOM ITPUMEHE-
Huu JIA B Buiae >HAOOPOHXUAAbHBIX WHCTUJASLIUIA
B mo3e 2,5—5,0 MT Ha IIpoLeaypy y AeTeil ¢ XpOHUIECKU-
MU 3a00JIeBaHUSIMM JIETKUX (BPOXIECHHBIE MOPOKHU,
CUHAPOM LIWIMAPHOW AWMCKUHE3UU, JIOKAIbHbINA MHEB-
MOCKJIEpO3 ¢ OpoHxoaKkTazamu) [24]. IlpenapaT BBO-
IJICS SHIOOPOHXMAJTBHO B IIpOIecce OpOHXOCKOIMU
OOJILHBIM C THOMHBIM 3HA0OPOHXUTOM. [T0OOUHBIX 2(h-
(hekTOB HE OTMEUeHO. DHAOIIeBpaIbHOE BBeaeHue 1A
ucrnonb3oBau G.Simpson et al. [37]. T1onoxXuTelabHbII
TepaneBTUYeCKUIi 3 HEKT MMoaydeH y OOJIbHOM ¢ THOM-
HBIM ILUIEBPUTOM, KOTOPYIO 0 3TOT0 0e3pe3yIbTaTHO Jie-
YUJIM CTpeNnTOKMHa30i [37].

VY neteil B Bo3pacTe 10 5 JIeT Tpernapar CJleayeT Ipu-
MEHSITh C OCTOPOKHOCTHI0. OIyOIMKOBaHBI KIIMHIYEC-
Kue HaOmoAeHus 110 npuMeHeHuo A y aeTeii rpyaHo-
ro Bospacta [29, 30].

MoGouHble addekTe

Cepbe3HbIX MOOOUHBIX 3(pdekToB Tepanuu JA orMmeue-
HO He 0bu10. Co001IaeTCs 0 BO3MOXHOM Pa3BUTUU (a-
PUHTHUTA, JJAPUHTHUTA, PUHOPpPEH, OPOHXOCIIa3Ma U TH-
neprepmun. YacTtora moOOIHBIX 3 (HEKTOB 3aBUCUT OT
JIUIUTETbHOCTA Teparmuyd M KOJIEeOJeTCS OT €IMHUYHBIX
ciyuaeB 10 3—16 % [9, 14, 24, 28]. OObIYHO TTOOOYHBIE
3¢ PEKTH UMEIOT ITPEXOASIINI XapaKTep U peaKo Tpeoy-
IOT OTMEHBI Teparmu [39].

I1pu uccnenoBaHuu aeTell Miaaalle S5 JeT, BKIIOUEH-
HBIX B PETMCTP OOJIbHBIX MYKOBHUCIMI030M U IOJyYaB-
mux jiedeHue JIA, BBISIBJICHO, YTO TTOTEHIIMAIBHO Cepb-
e3Hble T000YHbBIE 3(PdeKTHI perncTprupoBannchy 0,38 %
manueHToB u3 6 829. ABTOpBI 3aKIIIOYAIOT, YTO HCTH
MJIIIero Bo3pacrta nepeHocsT 1A Tak ke XOpolllo, Kak
U MaLMeHTHI cTaplieil Bo3pacTHoI rpymmbl [40].

Takum obpaszom, A sBastercs 3(p(HeKTUBHBIM MyKO-
JIMTUYECKUM CPEICTBOM M MOXKET MCIIOJb30BaThCs KakK
B (hopMe MHTAIALMU, TaK U UHCTWIISALMU. DDhEeKTUB-
HOCTh Tperiapara JIeTaJbHO MCCIeqoBaHa Yy TallMeHTOB
C MYKOBHCIIMIO30M 1 B MEHBIIICH CTEIIEHU — IIPU APYTOit
MaToJIOTHH, HO TIpeIBApUTE/IbHBIC TaHHBIC U PE3YIBTaThl
KJIMHUYECKUX HAOMIOAEHUI OTKPBIBAIOT BO3MOXKHOCTU
HCTIOJIb30BaHM JJA M Ipy Ipyrux 32006 BAHUSX JIETKUX.
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