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[Iyn1bM03HM OKa3bIBaeT MOLIHOE MYKOJIMTHYECKOE, MPOTHBOBOCHAJIUTEIbHOE M MPOTHBOMUKPOOHOE NeiicTBHE U ABISAETCS JIMje-
poM cpenu MyKOJMTHKOB. VcciienoBana KimHuyeckas 3()()eKTHBHOCTh M 0e30MaCHOCTh JUIMTEILHOTO MPUMMEHEHHs MyJIbMO3UMa Y
112 nereii pa3Horo Bo3pacrta, 00JIbHBIX cMemaHHoi dopmoii MykoBucumao3a. Hawryumme (p<0,05) noka3arenu 3¢ deKTHBHOCTH
JiedeHnsi OTMEYeHbI y JieTeil B Bo3pacTe 3 Mec — 2 JieT: yayyilieHHe HyTPUTHBHOTO CTATYCAa B BHE YBEJIMYEHHS MACCO-POCTOBOIO
unnekca ¢ 89 1o 101% mnoce roxa eveHusi, yMeHbIIEHHE YACTOThI PeCIMPATOPHBIX dnu30108B ¢ 14,8 1o 10,2 nusa (mocie 6 mec
JiedeHus) B COYETAHUM C yMeHbIIeHHeM JINTeIbHOCTH KypPCOB BHYTPUBEHHOI AaHTHOAKTEPHAJIbHOI TePANUH M CHIDKEHHEM YacTOTbI
NPUHAMAEMBIX OPOHXOJUTHKOB, 2 TAKXKe YIy4YlIeHHe CAMOYYBCTBUS Y 79% NMAIMEHTOB C TSIKEIbIM TedeHHneM 3a00/IeBaHus yepe3
3,2+0,75 nen Tepanuu. HaznayeHue myJbMo3uMa 11e1€c000pa3Ho ¢ 3-MeCsSYHOro BO3pacTa JieTeid, cpa3y nocjie ajantamun K uH-
rajsuuoHHoi Tepanuu. [Ipenapart MoxkeT NPUMEHATHCS P MYKOBUCIHI03€ BO BCEX BO3PACTHBIX IPynmax, HO GoJee 3¢ eKTHBEH
y nereii B Bo3pacre 10 5 netr. Y 29,7% nereii crapme 6 jet u'y 25,6% MoJoxke 5 jner BbISABJIEHbI HeXeJaTebHbIe PEAKINH, He
TpeOyIone OTMEHbI TEPANMH ¥ UMEBIIHE MECTO TOJLKO NMPH MPOOHOM HA3HAYEHMH MPENapaTa, YTo CBUAETEIbCTBYET O XOpOIEi
NepeHOCHMOCTH IYJIbMO3UMA.

Kntouesvie cnosa: demu, Mykosucyuoos, MyKoiumu4eckas mepanus, nyasMo3uM.

Pulmozyme is a leader among mucolytic agents, which has a potent mycolytic effect and anti-inflammatory and antimicrobial activi-
ties. The clinical efficacy and safety of chronic administration of pulmozyne were studied in 112 nereii of different age who had a
mixed form of cystic fibrosis. The children aged 3 months to 2 yeas showed the best results (p<0,05): nutritional improvement as an
increase in the weight-height index from 89 to 101% an year after treatment, a reduction in the rate of respiratory episodes from
14,8 to 10,2 days (after 6-month therapy) along with a decrease in the duration of courses of intravenous antibacterial therapy
and in the frequency of taken bronchodilators, and better health in 79% of patients with the severe course of the disease following
3,2+0,75 week therapy. Pulmozyme should be given at 3 months just after adaptation to inhalational therapy. The drug may be used
in cystic fibrosis in all age groups, but it is more effective in children less than 5 years of age. Adverse reactions requiring no therapy
discontinuance and occurring only in the challenge use of the agent were detected in 29,7% of children less than 6 years of age and in
25,6% of children aged above 5 years, which suggests that pulmozyme is well tolerated.

Key words: children, cystic fibrosis, mucolytic therapy, pulmozyme.

MyKOBucuMnm— yactasd MOHOTE€HHO Haclieay-
eMasl TaToJiorusl y AeTell, SIBISeTCS BaXKHOU
MEIMKO-COILMAIbHOU MpobJieMOoli OOJIBIIIMHCTBA pa3-
BUThIX cTpaH. CollMajgbHas 3HAYMMOCThb, B II€PBYIO
oyepenb, CBI3aHA C paHHe! MHBanuau3anuein 00Jb-
HBIX, TOPOTUM JICYCHUEM KU3HEHHO HEOOXOAMMBIMU
JIEKapCTBEHHBIMU MperaparaMy U TPYAHOCTSIMU Ava-
THOCTUKMU.

CrenyeT OTMETUTh, YTO MyKOBHUCIIMIO03 BCTpeUaeTCst
Ha BCeX KOHTMHEHTAaX U BO BCEX STHUYECKUX IPYyMIIax,
OIHAKO MPEUMYILECTBEHHO Y IMpeACTaBUTEICH Oeoi
pacsl, ¢ yacrotoit ot 1:600 mo 1:25 000 HOBOPOXKICH-
HeIX [1]. B mocneanue 10 jieT CyliecTBeHHO YBEIUYM-
JIach TMPOAOJDKUTEIbHOCTh U YIYYIIMIOCH KauyeCcTBO
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KU3HU JTaHHOTO KOHTHUHICHTAa OOJIbHBIX, U MYKOBHC-
L1103 U3 0e3yCI0BHO JIETaIbHOTO 3a00J1eBaHus AeTCH
MOCTENEHHO MEePeXOAUT B XPOHUYECKYIO IaTOJOTUIO
B3pocibIXx. CpeaHsisi MPOAO/IKUTEIbHOCTD XKU3HU T1a-
LIMEeHTOB npubmkaercs K 37 rogam (aHHble 2006T.), a
ponusiMecs nocie 2007 . 60J1bHbIE MyKOBUCILIMA030M
CMOI'YT MepelaruyTb 60-yeTHuii pyoex [2].

D10 3a00JieBaHME Bcerma ObLIO B IOJIe 3peHUs
HE TOJIbKO Bpayell M HayYHbIX paOOTHUKOB B Halllei
CTpaHe, HO U BBICIIIMX €¢ OpraHoB. be3ycaoBHO, BOIi-
et B uctopuio PO 2006 r. kak onpeaeaeHHbII UTOT
B YCIICIIIHOM pEIIeHUH BOIIPOCOB PaHHEN TMarHOCTH -
KU, aIeKBaTHOTO JIbITOTHOTO JIEKapCTBEHHOTO obecIie-
YEeHUsI, a TaKKe MEAMKO-COLMAJbHON aganTaluuu U
peadwInTalMy IeTei 1 B3POCIBIX C MyKOBUCIIMI030M.
becnpeuenentHoe peuieHue IlpaBurenbcTBa U Mpu-
ka3 MuH3npaBcoipa3BuTrst No185 o BKIIIOUEHUM MY-
KOBUCLIMA03a B CIIMCOK HACJIEICTBEHHBIX OOJIE3HE,
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MOJIeXAIMX 00513aTeJIbHOMY CKPUHUHTY Y HOBOPOX-
JIEHHBIX, CJIeIyeT MPU3HATh MOBOPOTHBIM MYHKTOM B
KapJMHAJIbHOM pEelIeHUN TaHHO MPOOIeMBbl.

[Tpu yc1oBUM MHOTOJIETHETO OCYILIECTBICHUS 3TOM
MporpamMMbl  OY/IET JTOCTUTHYTO CHUXKEHHUE YacTOThI
MYKOBUCILIMIO3a B Hallleil cTpaHe, YTO yXe MPOUu30-
uwio B Utanuun, ®panuun, Aurmu. Kpome toro, rpu
MPOJIOJIKEHUU IEMCTBUSI HALIMOHAIBHOM MTPOTPaMMBbl
JOTIOJTHUTEILHOTO  JIEKAPCTBEHHOTO  obecreyeHust
KU3HEHHO BaXXHBIMM MeIMKaMEHTaMU OOJIbHBIX MY-
KOBUCILIMI030M OYIET MOBBIIIEHO KAYECTBO U CPETHSIS
MPOJOJIKUTETbHOCTD UX XKU3HU.

T'oBoOpst 0 MacCCOBOM CKPUHUHTE HOBOPOXKICHHBIX,
CJIeyeT 3aMEeTUTb, UTO TIOJYYeHHbIE MpPEaBAPUTEb-
Hble pe3yJbTaThl MOKA He BHOCST SICHOCTh B OTIpe/e-
JIeHHe 4YacTOThl MyKoBHUcLMIo3a. Tak, B Mockse
yacroTa 6;113Ka K 1:10 000 HoBopoxkneHHBIX, B bapHa-
yie, Tiomenu u Tomcke — ot 1:2500 go 1:4000 HOBO-
POXAEHHBIX. DTO CBUAETEILCTBYET O HEOOXOAUMOCTU
MPOJOJIKATh JAHHYIO TTPOrpaMMy, TaK KaK TOJbKO MO
YCTAHOBJICHWIO UCTUHHOM YaCTOThI B PETMOHAX MOX-
HO OYJET CTPOUTDH aJAPECHYIO OPraHU3alIMOHHO-METO-
JUYECKYI0 Y MEAMKO-COLMAIbHYIO paboTy C OOJIbHbBI-
Mu. B miponiecce peanuzanuu nporpaMMbl CKpUHUHTA
MPENCTOUT ellle MPEOoJ0JeTh PSIA CIOXKHOCTE U BO-
MPOCOB KaK IMAarHOCTUKHU (TpaHCIIOPTUPOBKA 0Opa3-
1I0B, I'paMOTHOE MpPoBeAcHUE MToToBoro tecra, JHK-
aHaJIu3, PETUCTpP OOJBHBIX), TaK U JICUCHMUSI.

JleyeHure MyKOBUCIIMA03a KOMILIEKCHOE U MTPOBO-
JIMTCSI TIPU aKTUBHOM YYaCTUU TUETOJIOTOB, (hU3UOTe-
paneBTOB (KMHE3UTEPAIIeBTOB), MEIULIMHCKUX CECTEp,
TICUXOJIOTOB U COIMAJIbHBIX PAOOTHUKOB. bazucHbie
JieueOHbIE MEPOTPUSITUSI — KUHE3UTeparusi, MyKo-
JUTHYecKasi, aHTUOaKTepuaabHasl Tepamnus, 3aMecTH-
TeJbHasl Tepanusi (pepMeHTaMM TOKETYIOYHOM Xe-
ne3bl. HabmogeHue 3a 60IbHBIMUY CIEAYET IPOBOAUTD
B CIEUMaTU3UPOBAHHBIX PETMOHATbHBIX IIEHTpax,
ceTb KOTOpbIX B PD HeykJIOHHO pacTeT (ceilyac opra-
HU30BaHO 42 LIEHTpa).

MukpoOHO-BOCTIATUTEIbHBIN MPOIIECC B OPOHXO-
JIETOYHOU cucTeMe OOJbHBIX MYKOBUCIIUAO30M pa3-
BUBAeTCsI paHO (OOBIYHO B TEPBbIC HEACIM WIU Me-
CSILBI XKU3HU peOeHKa), MPOosIBISISICh TUunepTpodueit
OpOHXMAJIbHBIX CIM3MUCTBIX XKeJe3 U TUllepIruiasueit
OOKaJTOBUIHBIX KJIETOK. Pe3yabTaToM 3THUX paHHUX
U3MEHEHUI SIBIISIIOTCSL 00Typauusl nepudepuyecKux
JbIXaTeIbHBIX TMyTeH, HapylleHUue MYyKOLMIUAPHOTO
KIupeHca, nHdeKIus u BocrajgeHue [3].

Haubonee yacTbiMd MUKPOOHBIMM areHTaMu Yy
0O0JIbHBIX MYKOBMCLIMAO30M SIBJISIIOTCS Staphylococcus
aureus, Haemophilus influenzae n Pseudomonas aerugi-
nosa (MyKouaHasi 1 HemyKouaHasi ¢popMmbl). B mocnen-
Hee BpeMsl Bo3pocia poib Burkholderia cepacia, nns
KOTOPOW XapaKTepHa MOJUPE3UCTEHTHOCTh K aHTH-
ouotukam, FE. coli, Stenotrophomonas maltophilia, Aci-
netobacter anitratus, Alcaligenes spp.

nyJsibMOHOJ10Irnsi

IlaToreHe3s XpOHWYECKOW JIETOUHON WH(MEKIUU
P. aeruginosa npu MyKoBUCLIMIO3€ KIacCUPUILIUPYET-
cs kak I1I Tun peaxkiiuu runepyyBCTBUTEILHOCTH, Xa-
paKTepu3yloLleics MPOLyKLMENH aHTUTEN K OOJIbLLIOMY
quciy OakTepUalbHbIX aHTUT€HOB, UMMYHHBIX KOM-
IUIEKCOB U HeiiTpoduaoB. 3HaYa1bHO HEMYKOUIHBIE
LITaMMbl BCKOPE TpaHC(HOPMUPYIOTCS B MyKOUIHbIE
¢ hopMmupoBaHUeM OMOMUIbMAa BOKPYT MUKPOKOJIO-
HUI, YTO JIeJIaeT UX PE3UCTEHTHhIMU K (haronuraM u
OrpaHUYMBAET TMEHETPALINI0 aHTUOUOTUKOB. XPOHU-
yeckoil nHdekuuu P. aeruginosa MpealiecTBYIOT Me-
CSILBI U JaXe TOJIbl UHTEPMUTTUPYIOIEH WU HU3KOU
CTEINEeHU KOJOHU3AILNU, KOrJa CUMIITOMOB OaKTepu-
aTbHOW MH(EKIUU HUXHUX OTHEJIOB AbIXaTEeIbHBIX
MyTeii MO0 HET COBCEM, JIMOO OHM CJ1a00 BhIPakKeHHI.

Poct Gakrepuii B OpOHXHAJbHOM JIepeBe y OOJIb-
HBIX MYKOBMCIMI030M WHIYIUPYET 3HAYUTEIbHbBIN
BBIOpOC HEUTPO(MUIIOB, U B OTBET Ha BOCIIaJIecHHE BO3-
pactaer sKcHpeccusi MPOBOCHATUTETbHBIX ITUTOKU-
HOB — wuHTepueiikuHa-1B (MJI), dakTopa Hekpos3a
onyxoueii-o, MJI-6, UJI-8 [4]. [ToBbIlIeHHAsI SKCITpeC-
CUSI 9TUX LIMTOKWUHOB COMPOBOXKIACTCS] yMEHbILIEHUEM
9KCMPECCUU MPOTUBOBOCHAIUTEIBHOTO ITUTOKUHA
WII-10 [5]. TunepnpoayKuusl MpOBOCIATIUTEIbHBIX
LIMTOKWHOB CTUMYJIUPYET MOOMIM3ALIMI0O HeHTpodu-
JIOB M MX CKOILJICHHE B OPOHXO0JIETOUHOI cucTteme. [e-
pUMBaTHl TMOHYIIMX HEHTPO(PUIOB — 31acTasa, IpoTe-
a3za, OKCUJA3bl U IUTOKUHBI MOTYT HEMOCPEACTBEHHO
paspyliaTh JIETOYHbIE CTPYKTYPbI, BO3JAEWUCTBYSI Ha
9JIACTUH M CTPYKTypHbIe Oenku [6, 7]. Kpome Toro,
HeUTpodUIbHasI 37acTa3a — IMOTeHLIMAIbHBINA CTUMY-
ssgtop niponykuuu WJI-8 u GpoHxmanbHOro cekpera
[8]. KimHuyeckum mposIBIEHUEM ITIOPOYHOIO Kpy-
ra — uH@eKus, BOCMaJeHUE U MOBPEXICHNE TKAaHEN
JIETKUX — SIBJISIETCSI TPOTPECCUPYIOIIEE CHUXEHUE
(byHKIIMOHANIBHBIX TTOKA3aTeel IbIXaHUsI.

B pa3BuTuM 1aHHOrO MOPOYHOIO Kpyra OOJIBIIYIO
poJib UTpaeT GPOHXOOOCTPYKIIKS, TATOTEHE3 KOTOPOii
cnoxeH. [lpexne Bcero, sTo TUIMEPHPOAYKIIUS Upe3-
MEPHO BSI3KOTO OpPOHXMAJIBHOTO CEKpeTa, KOTOPbIiA,
TPUJTUIIAst K CTEHKE MEJTKUX OPOHXOB, CyKaeT UX Mpo-
cBeT. be3yciioBHO, BaxkHa U poJib MH(MEKIINY, pa3BUBa-
IOILIECSI B YCTOBUSIX OOCTPYKIIMU, IPU 3TOM ITPOCIIEKU -
BaeTCsl oNpeie/ieHHas! MOCeI0BaTeIbHOCTE: St. aureus,
H. inffluenzae u, HakoHell, TPUCOEAMHEHUE CUHETHOM -
Hoil nHpexkuu. BocnajgeHre COMpoBOXIAETCS MOp-
¢dodyHKIIMOHATBHBIMIA U3MEHEHUSIMU, BIUIOTD JIO JIe-
CTPYKIIMU CTEHKU OPOHXOB, UTO, €CTECTBEHHO, BHOCUT
CYLIECTBEHHBIN BKJIal B OOCTPYKTUBHBIM CUHIPOM.
Haxkonelr, nmeet MecTo ajuiepruyeckuit KOMIOHEHT B
BUIe MaHU(ECTHON OPOHXMAIBHOI aCTMbI WJIM TUIIeP-
peaktuBHOCTU OpoHx0B. Tak, mo maHHbeIM Ch. Rolles
(1998), B AHIJIMK cOYETaHUE MYKOBUCLIMI03a U OPOH-
XMAaJIbHOM acTMbI HabonaeTcs y 48% OOJIbHBIX.

Tepanust 0OCTPYKTUBHOTO CUHAPOMA TTPU MYKOBUC-
LIMI03€ BKJTIOYAET TPUMEHEHUE OPOHXOPACIIUPSIIOIINX
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boedanosa T.A. u coasm. KnnHnyeckas ahdeKTUBHOCTb 1 6e30MacHOCTL NybMO3MMa (BopHasa anbgda) y ieTel paHHero Bo3paca ...

CPeACTB (B,-arOHUCTBI, AHTUXOJIMHEPTUYECKUE TTPera-

paThl U TeO(PUUTMHBI) U MYKOJIUTUKOB C 00s13aTeJIbHOI

KUHE3UTepanven, a Takke MPOTUBOBOCHAIUTEIbHBIC

rpenaparbl, B TOM YKC/e aHTUOMOTUKU, CTEPOUIHbBIC

U HECTePOUIIHbIE CPENCTBA, Makpoiauasl U Ap. Kune-

3UTeparnusi, OCHOBHOW 1I1€JIbI0 KOTOPOW SIBJISIETCSI OUM-

LIEHUE OPOHXMAIBHOTO JIepeBa OT BSI3KOW MOKPOTHI,

OJIOKHpYIOIIei OpOHXM U Mpeapacroararoleii K nH-

(beKIIMOHHOMY TOPAXEHUIO JIETKUX, SIBJISIETCSI OAHUM

M3 MaJI03aTPaTHBIX, HO BaXKHBIX U CJIOXHBIX KOMIIO-

HEHTOB Teparnuu Npyu MyKoBucuuaose. PerynsipHas ku-

He3uTeparus TOMOTaeT He TOJIbKO JIEYUTh 00OCTPEHUSI

XPOHMUYECKOT0 OPOHXOJIETOYHOI0 IIPOLIeCca, HO U IIPe-

ynpexnaTh ux. Janueie autepatypsl [9, 10] u Haim

COOCTBEHHBIE KJIMHUYECKWE HAOIIONEHUST CBUIIETEIb-

CTBYIOT O TOM, UTO CJIeAYeT MOOLIPSITh (PU3NUECKYIO aK-

TUBHOCTb OOJIbHBIX, TaK KaK (DM3NUECKUEe YIIPaKHEHUS

U CIopT (pa3yMHO JO3UPYEMBbIiA U KOHTPOJIUPYEMbIil)

CITOCOOCTBYIOT HApallMBaHUIO HE TOJIbKO MBIIIEUYHON

Macchbl, HO ¥ (pu3nIecKoi paboTOCIIOCOOHOCTH, UTO I10-

JIOXKUTEJIBHO BJIMSIET HA MOKa3aTesiv (byHKIIMU BHEIITHE-

TO JIbIXaHUs1, HYTPUTUBHBII U SMOIIMOHAIbHBII CTaTyC,

a cJIe10BaTeIbHO, Ha KAUeCTBO XKU3HU.

D} PeKTUBHOCTb TyajleTa OpPOHXUAJIBHOIO Aepe-
Ba BO3pacTaeT Mpu KOMOWHAIIMU KUHE3UTEparuu c
OPOHXOJIUTUKAMU U MYKOJUTUUYECKUMU CPEJACTBAMU.
Cpenu MyKOJUTUKOB, O€3YCI0BHO, JIMAEPOM SIBJISICT-
cs1 mopHasa anbda (myiabmosuM, «D. Xopdpmann — JIs
Pomr JIta.», IIBeituapusi), KoTopast 0bjamaeT MOIII-
HbIM MYKOJIUTUYECKUM, a TaKXe MPOTUBOBOCHAIU-
TEJbHBIMU U TIPOTUBOMUKPOOHBIMU cBoiicTBamMu. [1o
MHeHuo M. Hodson, myjabMo3um OyneT IIMPOKO UC-
MOJIb30BaThCsl U TIPU TEHOTEparnuu MYKOBUCIUI03a
JUIST TIPEIBAPUTEIbHOTO OYUILEHUST CTU3UCTON OpOH-
xoB [9, 10, 11].

BrlliensnoxxeHHOe AUKTYyeT HEOOXOAUMOCTD 1aJlb-
HEHIIUX MCCAeAOBAaHUM KIMHUYECKON 3¢hheKTUB-
HOCTU U 0€30MaCHOCTU JUTETBLHOTO TPUMEHEHMUS
MyJIbMO31Ma y OOJIbHBIX MyKOBUCLIMIO30M JEeTeil pa3-
HOTO BO3pAacTa U C Pa3IuYHON CTETIEHbIO MOPAXKEHMUSI
OPOHXOJIETOUHOI CUCTEMbI, B TOM UMCJE Y OOJIbHBIX C
TSKEJIBIM TeYeHUEM 3a00JIeBaHUSI.

Llenp uccnenoBaHus: U3yYUTh KIMHUYECKYIO (-
(eKTUBHOCTD U 0€30MaCHOCTD TOPHAa3kI ajibda (Mysib-
MO3UM) y NeTeil MJailieil BO3pacTHOM TIpyImbl (10
5 1et), 00JbHBIX MYKOBUCLIMAO30M.

3amayu McciIeI0OBaHUI:

— M3YUYUTh KIMHUKO-(DYHKIMOHAJIbHBIE OCOOEHHO-
CTU U3MEHEHUIN OPOHXOJIETOYHOUW CUCTEMBbI MpHU
MYKOBUCLIMIIO3€ Y NIeTeii paHHEro Bo3pacTta (10
5 ner);

— TIPOAHAIM3UPOBATh BO3MOXHOCTU MPUMEHEHUS
U CPaBHUTEJIbHYIO 3(P(PEKTUBHOCTh MYJIbMO3MMa
y JeTeil paHHEero Bo3pacTa M CTaplliero BO3pacta,
OOJIBHBIX MyKOBUCILIMIO30M.

— UCCNe0BaTh CPABHUTENIbHbIE KIMHUKO-(DYHKIINO-

HaJbHbIe TTOKa3aTeau 3(PHEKTUBHOCTU ITYJIbMO3U-
Ma y 60JIbHBIX MYKOBUCILIMIO30M;

— OLIGHUTb YaCTOTY, XapaKTep U CTEIeHb BbIPaKEH-
HOCTH TTOOOYHBIX 3(h(HEKTOB MyIbMO3MMA.

XapaktepucTtuka getev u MeToAbl UCCNeaoBaHNSA

PaGoTta BbINOHEHA B HAyYHO-KJIMHUYECKOM OTIEJIe
MYyKOBUCLIMI03a MeauKo-TeHeTUYeCKOro Hay4YHOTo
neHtpa (MI'HII) PAMH Ha 0a3e oTneneHus mMeau-
LHUHCKOI reHeTuku Poccuiickoil IeTCKOW KIWMHUYE-
cKoil 6onpHUILIbI Poc3npaBa v AeTCKOM KIMHUYECKOMN
6oapHULIBI N2 13 uMm H.®. @dunaroBa Mocksbl. Mccite-
JIOBaHUE MPOBOAUIIOCH 1O TipaBwiaM «KayecTBeHHOM
KIMHU4YecKoi npakTuku» (GCP) ¢ pa3pelieHus: 3Tu-
yeckoro komurera MI'HLI PAMH.

PeTpocrieKTMBHO ObUIM MpPOaHAJIM3UPOBAHBI JaH-
HbIe U3 aMOyJaTOPHBIX KapT 112 neteii ¢ Bepuduiimpo-
BaHHbBIM MAarHO30M MYKOBUCIIMA03a, MPOKUBAIOIIAX
B MockBe 1 MockoBcKoii o0acTu. M3 HUX B Bo3pacTe
oT 3 Mec 10 5 J1eT 0610 68 60IbHBIX. KpoMe Toro, 6b11u
BBISIBJICHBI JIBA MALIMEHTA, KOTOPbIE HE BKIIOYUJIUCH B
JNaJIbHENIIee UCCIEeIOBAHUE, C CUHAPOMOM CTOMKOM
TUTIEPTEPMUU U JIADUHTOTPAXEUTOM, UYTO TMOTpebO-
BaJI0O OTMEHBI IyJbMo3uMa. KiimHuyeckoe oocieno-
BaHUE U CIELMATbHbIE UCCJIEOBAHUS MPOBOIUINCH
B TeueHue | roga. CpoK mMpuMMEHEHMUS MyJIbMO3MUMa Y
JeTeii ObUT He MeHee 6 Mec. CpeaHMii BO3pacT Havaja
MPUMEHEHUS IyJIbMO3MMa COCTaBWI 3,2 Mec, 2 IeTSIM
JIeueHUe Havyaau B Bo3pacte 1,5 mec. I'pyrmy cpaBHe-
Hus (44 malueHTa) COCTaBUJIU IETU, HAOI0AaeMbIe C
1999 r. (A.}O. BopoHKkoBa), Koraa UM BIiepBbie ObLI
Ha3HauyeH MMyJIbMO3MM B BO3pacTe OT 2 JIeT U cTapiie. B
HACTOSIIIee BPEMsI CPEIHUI BO3pACT 3TUX MAIIUEHTOB
11,8 ner.

Y Bcex o00ciiemoBaHHBIX IE€TEW ObLla CMellaH-
Hast popMma 3abosieBaHuUsI. JIMarHo3 MyKOBHUCLIMAO03a
yCTaHABJIMBAJICSI HAa OCHOBAHUM aHAMHECTUYECKUX
JIIaHHBIX, OCOOCHHOCTEl KIMHUYECKON KapTUHBI C
rnopaxkeHueM OpPOHXO0JIETOUHOI, TenaToOMIMapHOM
CUCTEM, HAJIMUMSI IK30KPUHHOM IMaHKpeaTU4eCKOoM
HEIOCTAaTOYHOCTH, OLIEHKU (PU3UYECKOTO Pa3BUTUSI
(Macco-poCTOBOM MHAEKC), a TaKXKe CACAYIOLIMX 10-
MOJTHUTEIBHBIX METOOB UCCJIEIOBAHUS: HEOHATAJlb-
HOTO CKPUHUHIA Ha MYKOBUCLIMIO3 ITyTEM MOBTOP-
HOTO OIpeNieieHrusT B KPOBU WMMYHOPEAKTUBHOTO
TpuricuHa (BBeleH B PD Kak o0s13aTeIbHBIN Is1 BCeX
HOBOPOXAEHHBIX ¢ stHBapsi 2007 r.), MOTOBOTrO TecTa,
JHK-nuarHoctuku. JIonoJIHUTEIbHYIO UH(GOPMALIUIO
0 JIMarHo3e W COCTOSIHUU OOJIbHBIX TTOJTyYaId TI0 JaH-
HBIM PEHTTEHOJIOTUYECKOT0 WCCIeNOBAHUSI TPYIHOU
KJIETKU U TPUAATOYHBIX TMa3yX HOCA, KOMITbIOTEPHOMU
ToMorpacuu Jerkux, pesyjJbraTaM MUKPOOUOOrnye-
CKOTO UCCIIEIOBAHUSI MOKPOTBI, OTIPENCIEHUST YPOBHSI
aJ1acTa3bl- | B CTys1e, KOMPOJIOTMYECKOTO UCCIIEI0BAHMS
(HaTM4uKe HeUTPaJbHOTO XK1pa), YJIbTPa3ByKOBOIO UC-
CJIeIOBaHUSI OPTaHOB OPIOIITHO MOJIOCTU U CEepALA.
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BoabHbie Miaaiero Bo3pacra (10 5 J1eT), IJIUTeb-
HO MOJIy4yaBIlKe IyJIbMo3uM (68 mereii), ObLIM pasie-
JICHBbI Ha ABe I'pymIibl: 1-s rpynmna — 14 geTeil B BO3-
pacte oT 3 Mec 10 2 JieT U 2-51 Tpymma — 54 pebeHKa OT
2 no 5 net. Kpome TOro, Mbl CYMTAIU LIEJI€CO00Pa3HBIM
pasaesuTh HabII1aeMbIX OOJIBHBIX Ha IBE MTOATPYTIITbI
O TSDKECTU TEUeHUsT OPOHXOJIETOYHOTO Tpoliecca Ha
OCHOBaHUM CTETICHU IbIXaTeIbHON HEJOCTATOYHOCTH,
pe3yJIbTaTOB PEHTICHOJOTUYECKOrO MCCIIeI0BaHUS
JIETKUX, YaCTOThI 000CTpeHuit B roa. B moarpynmy 1A
BOLIIK 9 JieTeil Co CpeHETSKEIbIM TeUEHUEM MYKO-
BUCLII03a, B MOArpymmny 1b — 5 neteii ¢ TsKeabIM Te-
yeHueM oose3Hu. [oarpynmy 2A coctaBwi 31 maru-
€HT CO CPEIHETSIKeJbIM TeUeHUeM OPOHXOJIETOUHOTO
npouecca, noarpymniy 2b — 23 00JbHBIX ¢ TSKEJIbIM
TeYeHUeM 3a00J1eBaHUsI.

I'pynmy cpaBHeHus (3-10) cocTaBuIM 44 malMeHTa
B Bo3pacte oT 6 10 13 stet (B cpenHem 11,84+1,09rona).
I'pynma cpaBHeHMST ObLTa COMOCTaBMMa C OCHOBHOM
IPYIIION MO TSDKECTH TeYSHUsI MyKOBUCIIMI03a, TTOJY.
DTa rpyImna Takxe Oblaa pa3ae/ieHa Ha IBE MOArPYIIITbI
B 3aBUCHMOCTH OT TSKECTHU TeYeHUsT OPOHXOIeTOYHO-
ro mpoliecca.

HaoOmionaemple HaMu OOJBbHBIE MOCTOSIHHO IIO-
Jiydanu Oa3ucHyloo Tepanuio. st jedyeHuss OpoH-
XOJIETOYHOW IMaTOJIOTUM TIPUMEHSIM CTaHAapTHBIC
MYKOJIUTUKU (mpernapatbl N-aleTUILUCTeHa U aM-
OPOKCONTUIPOXTIOPHUIA), OPOHXOIUTUKHU, aHTUOAKTe-
puabHbIe MpernapaTbl ¢ YI4eTOM BbICeBA MUKPOOHBIX
areHTOB M WX YYBCTBUTEJIBHOCTU K aHTMOMOTHKAM,
MPOBOAWIN KUHe3uTepanuto. st KoppeKiuu ¢GpyHK-
LMY MUIIeBAPUTEIbHON  CHUCTEMbl  Ha3HAYaJlMCh
MUKpochepuuecKrue IaHKpeaThuuyeckue (HEepMEHTHI,
YPCOJIE30KCUXO0JIeBasi KUCJIOTa, XUPOPACTBOPUMBIE
BUTaMUHBI. HeKoTophle AeTH mojyyaiy TMOCTOSIHHBIE
KypChbl POTUBOBOCTIAJIMTEILHON Tepanuu MaKpoJIu-
JaMU WU TJIOKOKOPTUKOUIHOM Tepamnuu ajibTepHU-
pyromuM KypcoM (0,3—0,5 Mr/Kr B CyTKM Yepe3 ACHb)
B TeueHue psiga et (1—5 jer).

O0ocTpeHre XpOHUYECKOro OpOHXOJErOYHOIO
mpolecca perucTpupoBaaoch Mpu Haauuuu 4 u 06o-
Jee u3 11 mpuU3HAKOB OOOCTPEHMSI MYKOBMCLIMIO-
3a — M3MEHEHME XapaKTepa U KOJUYecTBa MOKPOTHI;
yBeJWYCHUE OBILIKM; JTUXOPaaKa; aHOPEKCUS U/ WIn
HOoTepsl MacChl Tejla; c1aboCTh U/WIN YTOMJISEMOCTD;
MOSIBJICHUE WY YCUJIEHUE KPOBOXapKaHUsl; yCUJICHUE
Kalluisl; CHUDKEHUE TToKas3aTesieil (PYHKIIMU BHEIIHEeTO
nbixaHus Ha 10% mo cpaBHEHUIO C MPEAbIIYILIUMU KC-
CJIeJOBaHUSIMU; UBMEHEeHNE (PM3UKAIbHONM KapTUHBI B
JIETKMX; PEHTIeHOJOTUYeCKe U3MEHEeHUsI, XapaKTep-
HbIe ISl JIETOYHOUM MH(MEKIIMU; U3BMEHEeHUE OTaesie-
MOTO MPUAATOUYHBIX Ma3yxX W/WUaud O0JIb IpU Iaibla-
LIMY TPUJATOYHBIX TIA3YyX.

OlieHKa TsKecTu 3a00JieBaHMs MPOBOAWIACH IO
mkanam IlIBaxmaHa—bpachuibia B Monudukanuu
C.B. Pauunckoro u H.W. Kanpanosa (1987), pe3yib-

nyJibMOHOJ10Irnsi

TaTaM PEHTIEHOJOTMYEeCKOTO 00CAeI0BaHUSI — PEHT-
TeHOJIOTUYECKUI WHAEGKC OMpeAesid I0 IKaje
Kpucnuna—Hopwmana. [l OLIeHKHM MacChl M pocTa
HCIOJIb30BAIM TIEPUEHTUIbHBIE TpacdhUIeCKUue CTaH-
JapTel, TOJydyeHHble HallMOHaJbHBIM LIEHTPOM IO
cratuctuke 310poBbs (National Centre for Health St-
atistics — NCHS) u pekomeHnoBaHHble BcemupHoii
opraHusanueil 3apaBooxpaHeHusl. Bce usMmepeHus
JUIMHBI U MacChl Tejia TIPOU3BOAMIIM T10 OOIIeTIPUHSI-
toit metoauke (R. Gibson, 1990), onpenensuin npo-
LIEHT OTKJIOHEHUSI UX OT HOPMbI C yUETOM BO3pacTa U
roJjia IeTel ¢ MoACYETOM MacCO-POCTOBOTO MHIEKCA:
(axtrueckas macca 100% (uneanbHast Macca MO Po-
cty u niosty ot 110 1o 90%). ®yHKIMST BHEIITHETO JIbI-
XaHMs OlleHMBajlach Ha ammapaTe «Eutest-2». Peru-
CTpUPOBATU (GOPCUPOBAHHYIO KU3HEHHYIO €MKOCTb
nerkux (®2KEJT), 06beM (hopcrpoOBaHHOIO BBIIOXA 3a
I-10 cexynay (O®B)), NUKOBYIO CKOPOCTb BBIIOXA,
MUHKMMAaJIbHYI0 00bEMHYIO CKOPOCTh Ha ypoBHE 25%,
50%, 75% X13HEHHOI €MKOCTH JICTKHX.

HeOynaiizepHble MHTaJsSLUMU C IIyJIbMO3MMOM B
no3e 2,5 Mry 72% nalmeHTOB BCeX BO3PACTHBIX IPYIII
MPOBOAMIUCH 1 pa3 B IeHb C TTOMOIIBIO KOMITPECCOP-
Horo uHrajisitopa ¢upmbel [TAPU (I'epmanust). Bme-
CTe C KOMIPECCOPHBIMU Y 43% neTeii UCIoJIb30BaIUCh
CTpyiiHbIe HeOysaii3epbl HOBOTO MOKOJIEHUS — TIpe-
rapaT pacIbUISIETCS] CXKaThIM BO3IYXOM I10 MPUHITUITY
BeHTypu, ¢ BO3MOXHOCTBIO TOCTaBKM MEIUKAMEHTOB
B niepudepruieckue OTAe bl PeCIUPaTOPHOTO TPaKTa.
C uenplo NoBbIIeHUS 3(P(GEKTUBHOCTU WHIAISLIUIA
MmyJ1bMo31Ma (C YYETOM €ro BSI3KOl CTPYKTYpPhI) HUC-
MOJB30BAINCH HeOyJai3epbl C IpepbiBaTesieM s
MPOJICHUsI BpeMEeHU MHTaJsIIuii 10 6—7 MuH. B 3a-
BUCUMOCTU OT BO3pacTa JeTeil MPUMEHSIJIUCh CMEH-
Hble HAacaaKM [Isl Pa3IMYHOM NeMOo3UIIMH Mperapara.
V nereit 1o 3—4 JeT MHraJasIIUu IPOBOAUIINCH Uyepe3
MacKy, B TOM 4ucie B koMriuiekTauuu ¢ PEP-cucre-
MO ISl 3aIePXKKU JbIXaHUSI Ha BBIJOXE, UTO TMO3BO-
JIUJIO TIAlIMEHTaM COYeTaTh MHTAISIIMY C OHOM U3 Me-
TOIMK KMHE3UTEPATTUH.

IIpu Takoii KOMIUIEKTALIMM MHTAJISITOPOB MPOOJIeM
C TIPOBEJCHWEM WHTAISILIMN He ObUIO, IETSIM TPYIHOTO
BO3pacTa Ha OOy4YeHUE PecrMpaTOpHON TeXHUKe TpU
MPOBeACHUY UHTaJIsALIMiA TpedoBaioch 1,6+0,3 mec. MH-
TISILIMOHHAsT Teparusi CTAaHAAPTHBIMU MYKOJUTHKAMU
(aueTWILMCTEeMHOM, aMOporekcajoM, (QU3MOJI0rnye-
CKHMM PacTBOPOM) TIPOBOIMIIACK Cpa3y MOCJIe YCTaHOBJIE-
HUS AMarHo3a B cpemHeM B Bo3pacte 1,5 mec. IToatomy
K TPEXMECSIMHOMY BO3pacTy OOJIbHBIE OBbLIM MOJTHOCTHIO
alanTUPOBaHbl K MHTAISIIMOHHON Teparivu.

Yepe3 1 4, mocje MHOJydeHUS] MYKOJUTUYECKO-
ro a¢gdexkra OoT MmyJabMO3MMa MPOBOAUIACH KUHE3U-
Tepanusi. POpMbl KWHE3UTEpalMu  OIpPee/sUINCh
WHIMBUIYaTbHO C YUYETOM BO3pacTa MallMeHTOB, WX
dusnonornyeckux, GYHKIMOHAIbHBIX U IICHUX09MO-
LUOHAJIbHBIX 0COOEHHOCTEM.
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boedanosa T.A. u coasm. KnnHnyeckas ahdeKTUBHOCTb 1 6e30MacHOCTL NybMO3MMa (BopHasa anbgda) y ieTel paHHero Bo3pacra ...

Bce netu 6611 00CIenoBaHbI B AMHAMUKe. [1poBo-
JIWJIOCH YIJyOJeHHOE OOLIEKIMHUYEeCKOe 00ciea0Ba-
HHUE Kaxable 3 Mec: aHaJIu3 Iepudepruueckoil KpoBH,
OMOXUMUYECKOe NCCIe0BaHUe KPOBU, BKITIOUAS MPO-
TEMHOTpaMMy, OOIIWII aHAJIU3 MOYM, KOMPOJOTUSI,
MOCEB MOKPOTHI Ha MUKPOQIIOPY U UyBCTBUTEIbLHOCTD
K aHTUOMOTHKAM, peHTreHorpadusi rpyaiHoON KJIETKU
M TIPUIATOYHBIX TMa3yX Hoca, dJeKTpoKapauorpadus
U 3XoKapauorpadusi, YIbTpa3ByKOBOE UCCAEIOBaHUE
OpraHoB OPIOIIHOM TOJIOCTU U MOYEK, UCCIeIOBAaHNE
(byHK1IMM BHELTHETO AbIXaHUs. JIeTsIM 13 TIEPBBIX IBYX
TPy Ha3HayaIcs MPOOHBIN Kype JIeYeHHUsI MyJIbMO-
3UMOM Ha 2 HeJl C LIeJIbIO BBISIBJICHUS aJlJIEPTUYECKUX
peakiuii Ha mpernapaT. B 3ToT nmepuoa ncKiIoyanoch
BBEJIeHUE HOBBIX ITPOAYKTOB IMUTAHUS U JTEKAPCTBEH -
HBIX TIpenapaToB, UCIOJb30BaHUE B KBAPTUPE HOBOM
OBITOBOI XUMUU U JIP.

I'maBHBIMU KpuTepusiMu 3OOEKTUBHOCTU IIPU-
MEHEHHUs MyJbMO3MMa B HallleM UCCIeJ0BaHUM ObLIN
CJIeayIolIMe: YacToTa, JIUTEbHOCTh U TSXKeCTb 000-
CTPEHUI XPOHUYECKOTO OPOHXOJIETOUHOTO Tpoliecca
(pecrnupaTOpHbBIX 3MU30A0B), AMHAMMKA MacCO-poO-
CTOBOTO MHIEKCA, OOBEKTUBHbIC M3MEHEHHUs B Jier-
Kux (M0 JaHHBIM TIEPKYCCUM, ayCKYJbTalluW, PEHT-
TeHOJIOTUYECKOTO MCCIeIOBaHUS), caTypalysi KPOBH.
B rpymnme crapiuux nereit U y yacTu geteil 2-i rpym-
Mbl OlLIEHMWBAJACh NMHAMUKA ToKazaTejell QyHKIUU
BHewHero apixanus (PKEJI u ODB)). [Tokaszatenn
OLICHUBAJIMCH PETPOCTIEKTUBHO /10 TMOJYYEHUS TyJIb-
MO3UMa U B TeUeHUE rojia Teparuu ¢ ornpeaeaeHHbIMU
uHTepBaiamu (depe3 1, 3, 6, 12 Mmec) Ha (hoHe J1eueHus
npernapaToM. Kpome Toro, yuauTbiBaiu caMOUYyBCTBUE
pebeHka, 3(hGhEeKTUBHOCTh KUHE3UTepanuu (BpeMs
MpOLEAYPhI, KOJTUUYECTBO MOKPOTHI, BO3MOXHOCTD €€
OTKAlUIMBAHUSI, YTO 3aTPYJHEHO Y MHOTUX OOJIbHBIX
MYKOBUCIIMIO30M J€Teil B BO3pacTte 10 3 JeT u3-3a OT-
CYTCTBMSI HaBbIKa CIIEBBIBATH MOKPOTY TIOC/IE IpeHa-
2Ka U3 TIOJIOCTHU pTa).

Jnst npoBeieHUsT KIMHUYECKOTO U CTaTUCTHU-
YyecKOro aHajim3a ObLia co3maHa 0as3a JaHHBIX C UC-
MOJIb30BaHMEM IaKeTa MPUKIAAHBIX MPOrpaMM sl
snuaeMuoIornuecKux ucciegosanuii — Epi Info, a
takke Statistica for Windows, Version 5, “Stat. Tuto-
rial” B o6osouke Microsoft EXCEL. Pacuet koppensi-
LMY MEXIy TMHAMUKON CUMITOMOB MYKOBMCIIMI03a
Ha (poHe mpuemMa MyJIbMO3MMa U IJTUTEeJbHOCTHIO Te-
panuu y 60JbHBIX MPOU3BOAWIM COTJIACHO PAHTOBOM
koppessiuuu Cniupmana (R). Mcnons3oBaiu napame-
Tpuyeckuii Kpurepuii CtelofgeHTa, Kpurepuii @uiie-
pa, meton x>.

PE3VJIBTATBI UICCIIELOBAHMA

Obuwas xapakmepucmuxa epynn

Cpenu HabMOgAeMbIX HAMM OOJIBHBIX OTMEUEHO He-
3HAYMUTEIbHOE IIpeobiamaHue ManbuukoB (51,1%).

[MepBbIMU KIMHUYECKUMU TIPOSIBJICHUSIMU MYKOBHUC-
uunposay 12 (10,7%) nereii 6bI1 MEKOHUATBHBIH WIIEYC.
Kuireunsiii cuHapom Ha 1-om romy pas3Buiicsa y 82%
60JbHBIX, Y 36 (27%) B MOCHenyIOleM BCTPEUATHCH
SMU30/bl YACTUUHOW KUIIEYHOW HEMPOXOAUMOCTHU, Y
17 (15,5%) — BbITIafgeHUe MPSIMOM KUIITKU.

W3meHeHUsT  OpPOHXOJIETOUHOMI ~ CHUCTeMbl  Ha
1-oM romy KU3HU MOSIBUINCE ¥ 86% neteit. B aToM ke
Bo3pacte y 44% OONbHBIX ObLTA OTMEUEHBI SMU30/bI
OponxoobcTpykiu. Y 8% nereit paHHero BO3pacTa
(1-s1 Tpymnma) B moceBe MOKPOTHI Ha (pyiopy MHGEKIIMS
He ObL1a OOHapyXeHa, Y 6% BbISIBICHbI pa3IUnYHbIC
rpudsl, Y 3,1% — Haemophilius influenzae; nautonee
yacto (y 66,8%) BbiceBaJICsl 30JIOTUCTBIN CTA(DUIOKOKK
(S. aureus), 3ateM — P. aeruginosa (16,1%). Y nauueH-
TOB 2—5 J1eT (2-41 rpyIina) nmpeBaauponana P. aeruginosa
(52,4%), npuyem ee MykouaHas (popMa. Y maldeHTOB
3-ii TpynImbl BbICEBAIU MYJBTUPE3UCTEHTHYIO (hJIopy:
B. cepacia— y 19%, P. aeruginosa— 'y 71,4%, Hepen-
KO B acColMaluy C IPYTUMU MUKPOOHBIMU areHTaMu
(8. maltophilia, A. xylosoxidance), TpuObl, BKIIOYas
Aspergillus, nontuberculous mycobacteria, Klebsiella pneu-
moniae, Pseudomonas stutzeri, Pseudomonas pseudoal-
caligenes, Ralstonia pickettii, Streptococcus pneumoniae,
Alcaligenes xylosoxidans/xylosoxidans, Staphylococcus
epidermidis, Pseudomonas mendocina, Pseudomonas al-
caligines, Acinetobactersp. (y 9,6%).

IIpy OOBEKTUBHOM OCMOTpPE IEPKYTOPHO Hal
JIETKUMH TIpaKTU4ecKu y BeexX (83%) GOJNIbHBIX UMEI-
Ccsl KOPOOOYHBINI OTTEHOK JIErOYHOro 3Byka. Ilpu
ayCKYJIbTaLlMU B OOJBIIMHCTBE cityuaeB (61%) Ha hone
JKECTKOTO JbIXaHUsI, MECTAMU OCJIa0JIEHHOTO, BBICITY-
LIMBAJIMCh BJIaXHbIE Pa3HOKAJIMOEPHBIE, MTPeUMYIIe-
CTBEHHO CpeIHEe- M MEJKOITy3bIpuyaThle XPUITbl Hajl
BCeil MOBEPXHOCTBIO JIETKUX, C MPEUMYILIECTBEHHOM
Jlokanuzanueit cripasa (y 41%), y OOJbIIMHCTBA — B
BepxHeil goiie. Y 18% GOJIbHBIX ¢ IMpU3HAKAMU JbIXa-
TeJIbHOI HeIOCTaTOYHOCTHU Ha (hOHE Pe3KO OcaabIeH-
HOTO JIbIXaHUST BBICIYIIMBATUCH KPEMUTALIUS U MeJI-
KOTIY3bIpUYaThle XPUITHI.

PentreHosornueckasi KapTrHa JISTKUX 3aBHUCesIa OT
JUTUTETbHOCTU 0O0JIE3HU, TSKECTU COCTOSIHUS U (pa3bl
3abosieBaHus. Haubonee xapakTepHbIM PEHTTEHOJIO-
TMYECKUM TPU3HAKOM OblLjia TUIIEPUHGIISLINS, KOTO-
past Habmoxanach y 17% nereit Miajiiieil BO3pacTHOM
KaTeropuu u 'y 28% neteii crapuiero Bospacta. OHa
couyeTtasiach ¢ MEJKOOY/JIE3BHbIMU B3IYTUSIMU, YTOJI-
IIEHUEeM CTEHOK OPOHXOB, KOJIbLIEBBIX M JIMHEWHBIX
obpa3oBaHUii, KUCT Ha (DOHE ABYCTOPOHHEIO yCuJIe-
HUS U JedopMaluu JeroyHoro pucyHka. MHOuMIb-
TpaTUBHbIC TeHU ObUIM BBISIBJICHBI B 16% ciyyaeB B
1-i1 u 2-11 rpynmnax, B 22% ciaydaeB — B 3-i1 rpyIre.
ATeneKTasbl yalle BO3HUKAIM Yy JIeTeil TepBOro rojaa
xu3Hu (y 8,1%), omHako BCTpeyasuch U B OoJjiee
crapiieM Bo3pacte (y 2,4%). Ha ocHoBaHUU GaJljib-
HOW OLIEHKM PEHTTeHOJOTUYeCKUI MHIEKC IO IIIKaje
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Kpucnuna—HopwmaHa B cpenHeM Mo IBYM MJIaALINM
rpynnam (1-s1u 2-5) paBHsuics 9,72+ 1,41, no crapuieit
rpynne — 14,72+1,29 6auia.

M3mepeHue ¢pyHKIIMY BHEIITHETO IbIXaHUS TPOU3-
BOIMJIOCH y IeTeil HauYMHast ¢ 5—6-JIeTHero Bo3pacra
(poct 6osee 100 cM), MMEBIIMX TOCTATOYHbIC HaBBI-
KU BBITIOJJHEHUST 3KCIUPATOPHOTO MaHeBpa. B xome
CTaTUCTUYECKON 00pabOTKU JOCTOBEPHBIMM U Hau-
6osiee nHpoOpMaTUBHLIMU ObUIM TToKa3ateau D2KEJT
u O®B,. CKopoCTHBIE apaMeTpbl HAMU ObUIM MPO-
aAHaJIM3UPOBaHbI, HO MOCKOJbKY OKa3aJMCh HEJOCTO-
BEPHBIMU, B IaHHOU MyOIMKaLMK He TpUBOAsITCs. Bo
2-i1 rpymnne (pyHKLMS BHELIHETO IbIXaHMSs OblLIa Olle-
HeHa y 11 meTeii, U3 HUX Yy MOJIOBMHBI IOKa3aTelu
ObLJTM B HOPME, Y OCTaJIbHBIX BBISIBICHBI OOCTPYKTUB-
Hble M3MeHeHus. Y | manueHTa MIaalleil TpyImbl B
Hayajie WCC/IeJIOBaHUs HaOMIOJaIUCh CMelIaHHbIe
(0OCTPYKTUBHO-PECTPUKTUBHBIC) HapyllIeHUs] OpOH-
XUaJbHOI TTpoBoaMMOCTH. B cTapiieii rpyrme B 60J1b-
muHCTBe ciydaeB (29,1%) Oblia BbISIBJICHA CMelllaH-
Hast popma (OOCTPYKTUBHO-PECTPUKTUBHASI) U PEXKe
pectpukTuBHas (10,1%), reHepanu3oBaHHbIe KpaliHe
TSKEJIblE HApYLIEHUS (PYHKUMU BHELIHErO JbIXaHUs
(ODB,-40%) 6bin y 21,2% netei.

Ilobounble 3hghexmut npu npuUMeHeHUU NYAbMO3UMA

Hamu peructpupoBaivch Bce MpU3HAKKU Oe30mac-
HOCTH NMPUMEHEHUsI MyJIbMO31Ma.

[Mpu mpoOHOM HaszHAaueHUU Tpemnapara 68 6OJIb-
HBIM MJIQIIE 5 JIeT, BOLIEAIIMM B MCClIeloBaHue, y 33
ObLTM OTMEUEHbI CJICAYIOIINE HeXelaTeJbHbIe SIBJIe-
HUS: (papUHTUT, JIADUHTUT, PUHOPES, TUTIEPTEPMUSI,
OponxocrnazMm. [lanueHTamM ¢ HeXenaTeJIbHbIMU SIB-
JIEHUSIMUA MPOBOIMJIACH CUMITOMATUYeCKasl Teparust
B TeueHue 5—10 gHeli, UMeBIIKECS CUMIITOMBI ObUTH
KYIMPOBaHbI U He MOTpeOOBaIM OTMEHBI Tpernapara.
Bce modouHbie 3(pPeKTh MUMEIN MECTO B Hauajie Jje-
yeHus [1yapMo3uMOM Mpu TPOOGHOM Kypce, B TIepBbIe
2 Helesu Teparuu.

B nmanpHeiillieM HeXeJaTeIbHBIX SIBJICHUI IpU
JUTUTEIbHOM TIPUMEHEHUU BbISIBJIEHO He OblL1o. Mc-
cleJoBaHWE 3aKOHUMJIM BCe MalueHThl. OTaaJeHHBIX
MOCJICACTBUN TTPUMEHEHMS] MHTATSALMN TTyJIbMO3UMa
Mbl He HaOmwomanu. Takum oOpa3oMm, MpUMEHEHUeE
MyJbMO3MMa Ha TPOTSIKEHWM BCETO MCCJIE0BaHUS
XapaKTepU30BaJIOCh €r0 XOPOolIei MepeHOCHMOCThIO.

Panee, mo nanHbeiM A.}O. BopoHKOBOI, TOOOUYHBIE
3¢ heKThl TPy Ha3HAYEHUH MYJIbMO3MMa OTMEYaInCh
y 29,34% GonbHbix MB. Tlpuuem y 8,8% mnorpebosa-
JIach €ro OTMEHa M3-3a HEBO3MOXKHOCTU KYITUPOBAHUsI
TSKENBIX ocyioxkHeHul [12]. 1o HalIMM JaHHBIM, Kak
YK€ yKa3bIBajJOCh BHIIIE, JIUIIb B 2 caydasx u3 112
(1,8%) mpoaHaIM3MPOBAHHBIX aMOYIaTOPHBIX KapT
noTpeboBajiach OTMEHA MPUMEHEHUSI MTyJIbMO3UMA.

[TonyyeHHBIE HaMU JaHHbIE COOTBETCTBYIOT pe-
3yibTatam EBporeiickoro peructpa 3a 1994—2000 rr.

nyJsibMOHOJ10Irnsi

ITo cBegeHMsIM perucTpa aeTu Mojioxe S jieT (3486 ye-
JIOBEK) TIepeHOCAT IOpHa3y-ajbda Mo KpaiiHeit Mepe
CTOJIb XK€ XOpOIlo, KaK 1 OoJIbHbIE 00Jiee CTaplIero
Bo3pacTa (10 876 uenoBek) [11].

Junamuxa Kaunuko-@yHKUUOHANbHbIX HOKA3amenel
6 epynnax 601bHbIX

I1pu aHanu3e KIMHUKO-(GYHKIIMOHAIbHBIX MTOKa3aTe-
Jie 3a mepuoa HaOJIoIeHUS 3a MallMeHTaMU ObUIH 110~
JIy4eHBI ClIeylolIre naHHble. Y neteit 1-ii rpymnmsl (B
Bo3pacTe oT 3 Mec A0 2 JIeT), MOJyYaBIIUX ITyJIbMO3UM,
rocJie roja JiedeHus MpernapaToM MPOU30III0 JOCTO-
BEpHOE YBEJMYEHUE MAaCcCO-POCTOBOro MHaekca (¢ 89
1o 101%). YacTtota pecriupaTOpHBIX 3MU30/0B CHU-
3WJIach yXe Mocje TMOJYrofoBOro rnepuoja Tepanuu
(p<0,003) mapaieIbHO ¢ YMEHbIIEHUEM IJIUTEIbHO-
CTHU KypPCOB BHYTPUBEHHOM aHTHOAKTEPUATbHOM Tepa-
muu ¢ 14,8 go 10,2 nHsa. Yacrota nprema OpOHXOIM-
THUKOB B BO3PACTHOI 103€ Mociie 6 MeC JIeYeHHsI TaKKe
MMeJia JIOCTOBEpHOE CHIKeHUe. [Ipeanosoxuresnb-
HO, 3TO CBSI3aHO C yJIydllleHUeM OpOHXMATbHOM Mpo-
BOJAMMOCTA Ha (DOHE TMATOTEHETUYECKOTo NCHCTBUS
MyJIbMO31Ma Ha OPOHXOOOCTPYKTUBHBIN CUHAPOM, B
YaCTHOCTU OTEK, rMrepcekpenuio camsu. [lo Harie-
My MHEHUIO, TIOJyYeHHbIe pe3yJibTaThl YKa3bIBAIOT Ha
CTOMKYIO TIOJIOXUTEJbHYI0 TUHAMUKY B JIETKMX Ye-
pe3 moJrosa JedyeHusl myJbMo3uMomM. [1pu atom mo3a
B,-aroHUCTOB He YBEJIMYMBANIACh, TOTIA KaK BEPOAT-
HOCTb MOBBILLIEHUSI 1036l HA (D)OHE BUPYCHOU MHGpEK-
LUU Yy OOJBHBIX ¢ OPOHXOOOCTPYKTUBHBIM CUHIPO-
MOM, TI0 Pa3HbIM UCTOYHUKAM, COCTABJISIET B CPETHEM
86% (taba. 1).

Haim pe3yabTaThl MOATBEPAWIN JaHHBIC, MOJY-
yeHHbIe paHee A.}O. BopoHkoBoii [12] u cBUIeTeb-
CTBy1OIIME 00 YMEHBIIEHUN YaCTOThI PECTUPATOPHBIX
SMU30/I0B U YJIYYIIIEHUU CAMOYYBCTBUSI U COCTOSTHUS
JIeTeil paHHEro Bo3pacTa, YTO Mbl CKJIOHHBI CBSI3bIBATh
C YAyYIIEHUEM APeHaKHOM DYHKIIUM JIETKUX Ha (hoHe
3(HEKTUBHOIO ApeHaka MOKpOThl. OmHaKO HelIo-
CTaTOYHO 3((HEKTUBHO PAZXKUKUTH MOKPOTY, HY>KHO
9((HEKTUBHO €€ BBIBECTU, IMPOBOAS KayeCTBEHHYIO
KWHE3UTEepanuio.

IMamueHTH 00yYaIuch KUHE3UTEPAITUU 110 UHIU-
BUIyaJIbHOU mporpamme. Ha MpoTskeHUuu BCero uc-
cJIeI0OBaHMSI TIPOBOAMIIACH KOPPEKIIMS U pacIIupeHKe
KWHE3UTEePareBTUYECKUX METOJMK C YUYETOM CIIOCO0-
HocTeil pomuteneir u pereit. CaMouyyBCTBUE OOJIb-
HBIX 3HAUUTEJIBHO YIYyUIIUIOCh, OCOOEHHO Y NIeTeil ¢
TSKEIBIM T€YEHHEM OpPOHXOJErOYHOTro Ipollecca. Y
79% >TUX AeTeit yaydilieHUe CaMOUyBCTBUS B CPEIHEM
Habmoganock yepes 3,2+0,75 Hen Tepanuu, B TO Xe
BpeMs Kak y 21% malueHTOB CO CPEeTHETSIKENIbIM Te-
YeHMeM MYKOBUCIMAO3a YJIydllleHUe CaMOYyBCTBHUS,
COTJIaCHO CYOBEKTMBHBIM TTOKa3aTessiM, HACTYIHJIO
ToJibko uepe3 3,83+0,81 mec. BolpakeHHOCTh 3TOTO
roKa3zaresisi onpeessijach B ObICTPOM KyNMUPOBAHUU
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boedanosa T.A. u coasm. KnnHnyeckas ahdeKTUBHOCTb 1 6e30MacHOCTL NybMO3MMa (BopHasa anbgda) y ieTel paHHero Bo3paca ...

Taéﬂuua 1. JIunaMuKa KIMHAKO-yHKIMOHAILHBIX MOKa3aTeJeii B 1-if rpymne (M=*m)

e Cpok HabII0IeHUS
ITokazarenb
AENEIRIHE 1 mec 3 mec 6 mMec 12 mec

MPU, % 89+1,3 89+1,1 89+1,4 91+2,0 101,3£1,8*
YP3D BTOA 3,1+1,0 3,2+1,3 3,0+1,0 2,5%+1,6% 2,0+0,26*
Jum AT 3aron 14,8+3.4 15,1£3,5 14,5+3,4 17,5+2,8* 10,2+2,8*
Carypauwus, % 96,9%1,1 97+0,8 96,8%1,2 97,1+0,77 98,3+0,32*
YUBb 3a mecsiy 114,9£0,6 114,5+0,7 113,8+1,3 98,4+1,5* 95,1£1,6

Ilpumeuanue. 3necw u BTad. 3 u4: MPU — macco-poctoBoit uninekce; YPD — yactora peciupaTopHbIX 21nM3010B; AT — BHyTpUBEHHAs!
aHTubaKTepuanbHas repanust; Y b — yacroTa ucnosib3oBaHUs OPOHXOJUTUKOB. * — JlocToBepHBIe nokasaresu (p<0,05) B cpaBHEHUMN

C UCXOOHBIMU JaHHBIMMU.

AKTMBHOTO KalllJIsl, KOTOPBIN MOSIBJISICS TOJBKO MPHU
obocTpeHur 3a00JIeBaHUSI.

JMHamMuKa KJIMHUKO-(PYHKIMOHAIBHBIX TaHHBIX
BO 2-i1 rpyrme (IeTu B BO3pacTe OT 2 10 S JIET) BbISIBU-
Jla TEHIEHIMIO K moBbIIeHMIO MapameTpoB DXKEJI
u O®B, y 11 nmauuenrtos. [lopbiieHne nokasareneii
6bU10 3ahuKCUpoBaHO B TeueHue 2,2+0,6 Mmec Ha3Ha-
yeHus npenapara B noarpynne 2b (O®B, —na 4,21%,
®XKEJ — Ha 2,29%). B nanbHeiilleM 3TU ITOKa3aTeu
OCTaBaJIMCh CTAOUJILHBIMU B TEUEHME BCEro Mnepuoja
HaOJIIOACHMSI, YTO TOBOPUT O CTaOMIM3aLMU OPOHXO-
JIETOYHOro mpolecca (Tad. 2).

B 371011 rpyrine nosioxuTeabHas A[MHaAMKKa Macco-
poctoBoro uHjaekca (6%) Obuta B 2 paza MEHbIIIE, YeM
B 1-i1 rpynme. YacroTa pecrnmupaTOpHBIX SMU30A0B 3a
BpeMsl HaOJIIOAeHUSI, HA00OPOT, MPOAEMOHCTPUPOBA-
Jla 10CTOBepHOe yMeHbleHue (64%). [10CKOIbKY 1eTh
MOJTyYaJIv UIEHTUYHYIO TEPANIo, MOXHO CIIe/IaTh BbI-
BOJI, UTO BO3pACT OT 2 10 5 JIeT SIBJISIeTCSI caMbIM OJ1a-
TOTOJIyYHBIM 10 TeUEHU 0 MyKOBHCIIMI03a. B 11e510M B
repuo/ HabIOIEHUS Moc/ie Ha3HAYeHUsT TYJIbMO3UMa
He ObLTIO OTMEUYEHO OTPULIATEJILHOM TMHAMUKY T10 U3-
yJaeMbIM MlapameTpaM y IeTeit 2 TpyIIIL.

IIpu aHanu3e mokaszaTeneil COCTOSIHMSI OpOHXOJe-
TOYHOM CHCTeMbl B IMHAMUKE B TPYIINE AeTel cTapiie
6 sieT ¢ TspKeabiM (moarpynia 3b) M cpeaHeTsIKebIM
TeYeHHEeM OPOHXOJICTOYHOTO Ipoliecca (moarpyrmma 3A)
ObLUIO BBISIBIIGHO IPOrPeCcCUpOBaHUE 3a00JIeBaHUSI C
MOCTETNIEHHBIM CHIKEHUEM (DYHKIIMU BHEILIHETO JIbIXa-
Hus (OXKEJT u ODB)) 3a Bech aHAIM3UPYEMBIi TIEPUOL
(Tabmn. 3).

BbIBO/IbI

1. TspxkecTb OPOHXOJETOUHBIX HAPYIIEHUH MpU MY-
KOBUCLIMI03€ HApacTaeT ¢ BO3PacTOM U KOppesu-
DYET CO CTENEeHbI0 CHUXEeHUS (PYHKIIUKM BHEIITHETO
abixanus (O@B,, ®XKEJI), HyTpUTUBHOrO cTatyca
(Macco-poCcTOBOI MHAEKC), HATUYEeM MYKOUIHOM
dopMbl Ps. aeruginosa n BbIpaXkeHHOCTBIO BOCIIA-
JICHWUSI.

2. Ilynbmo3um obyiagaeT BbIpaxkKeHHBIM MyKOJUTHYE-
CKUM U MPOTUBOBOCTIAJIUTEIbHBIM JIEiCTBUEM, J10-
CTOBEpHO yJyulllasi KIMHUKO-(DYHKIIMOHATbHBIC
rokKasaTeJiu TeueHUs 3a00J1eBaHUST Y OOJbHBIX MY-
KOBUCLIMIO30M.

Tabauua 2. Mvmavmka KmHUKO- pyHKIMOHATLHBIX TOKa3aTeseii Bo 2-ii rpymme (M-=+m)

CpOK HaOIIOAEHUSI
IMokasatenn Mcxonneie nanHbIE
1 mec 3 mec 6 mMec 12 mec

OB, % 75,1£3,3 80,1£2,2 81,4£3,1 80,9£3,43 81,2£3,5*
DXKEJL, % 80,6+1,7 84,82+2.6 87,1+2,0* 87,6£2,9 87,3£2,8
MPU, % 93,3+2,8 93,7£3,0 92,8%2,5 93,4%2,2 99,1£3,2*
YP3D 3arox 2,9£0,2 2,5%0,7 2,69+0,29 2,2+0,5* 1,7£0,1*
Juu AT 3aron 10,8%+3.,9 12427 12,6%1,5 9,0+2,4 8,7x1,1*
Carypauns, % 97,1£1,1 97£0,8 96,8%1,2 97,1£0,77 98,1£0,4*
YUD 3a mecA1 68,4+0,7 71,1+1,0 70,3£1,2 61,4%1,5* 60,9%1,4
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Tabauya 3. Minavmka kUKo - pyHKIMOHATBHBIX TIOKa3aTeseii B 3-ii rpymme (Mtm)

42

. Shmarina G.V., Pukhalsky A.L., Kokarovtseva S.N. et al.

Tumor necrosis factor-o/interleukin-10 balance in normal
and cystic fibrosis children. Mediators of Inflammation
2001; 10: 191—197.

. Berger M., Sorensen R.U., Tosi M.F. et al. Complement re-

ceptor expression on neutrophils at an inflammatory site

Cpok HabJroeHUS
IToka3sarenb W cxonHble JaHHbBIE
1 rox 3 mec 6 Mec 12 mec

ODB,, % 73,5+3.,4 75,9121 73,1£3,5 71,3£3.3 68,3+3,2%

DXKEJ, % 84,9+2.8 81,2+2.8 83,1£2,63 81,61£2,96 78,11£2,2

MPU, % 93,3+2,8 93,7£3.,0 92,8%+2,5 93,4122 99,1+3,2*

YPD 3aron 2,91+0,2 2,5+0,7 2,69+0,29 2,2+0,5% 1,7+0,1*

Jau AT 3a ron 10,8+3.9 12+2,7 12,6%1,5 9,0+2.,4 8,7x1,1*

Carypanust, % 97,1%1,1 97+0,8 96,8+1,2 97,1%+0,77 98,1+0,4*

YU 3a mecsitn 131,3%0,7 71,1+1,0 70,3£1,2 61,4+1,5* 60,9+1,4

3. PesynbTaThl MPOBEACHHBIX MCCACAOBAHUMN U KIM- 4. JIeTu MooXe 5 JIeT mMepeHOoCsT JopHa3y-aibga Mo
HUYECKMX HAOIIOAECHUN CBUIACTEIBCTBYIOT O TOM, KpaifHeil Mepe CTOJIb e XOpOIIo, KaK U OOJIbHbIC
YTO IMYJbMO3UM MOXET MPUMEHATLCSA MPU MYKO- OoJiee cTaplliero Bo3pacrta, YTO COOTBETCTBYET JaH-
BUCLMI03€ Y OOJIbHBIX BCEX BO3PACTHBIX IPYIII, HbIM EBporneiickoro peructpa 3a 1994—2000 rr.
MpuyeM y JeTeil MJaaliero Bo3pacta ero addex-

TUBHOCTb HanboJiee BhIpaxkeHa.
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