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IIpencrapieH 0030p JIMTEPATYPBI M PE3YJILTATHI COOCTBEHHBIX HAOIOIeHMIT 32 21 pedeHKOM B Bo3pacTe oT 6 mec 10 12 jet ¢ Tpaxeo-
OpoHxoMaisueil. Y BceX 00C/IeJOBAHHDIX JeTell MepBble KIMHNYECKHE NPU3HAKH 3200 I€BaHUs OSBUIMCH HA IEPBOM IOy KHU3HH.
IIpn GPOHXOCKONMH BbISIBJIEHO 3HAYUTEIbHOE U3MEHEHHe POCBETA TPaXeu H/ujM OPOHXOB, CBA3AHHOE C BIOXOM M BbIIOXOM, 0CO-
0eHHO 3aMeTHOe NPH MCIOJIb30BAHUM HU3KOYACTOTHOH MHXKEKIMOHHOM BeHTHIsAIMU. OTMeYeHa Heo0XO0IMMOCTD NPOBE/IEHHS AHTH -
0aKTepUAIbHON M MYKOJIMTHYECKOI Tepanuu 00JbHbIM. [IporemMoHcTprpoBana Bbicokas 3¢ eKTHBHOCTD Npenapara A0pHa3sa ajbha
(nyavmoszum, «®. Xodpdmann — JIsa Pomr JIta.», [IBeitnapus) npu UHraassiuoHHOM M SHA00POHXUATLHOM BBeieHnu. [Iporno3 3a-
0oJeBaHus Y GOTBIINHCTBA OOJbHBIX OJIATONPUSTHBIIA.

Karoueesvte caoea: oemu, mpaxeoOpoHxomanayus, OpOHXOMANAUUS, OPOHX00OCMPYKMUBHBLI CUHOPOM, NYAbMO3UM.

The authors present a review of the data available in the literature and the results of their observations of 21 children aged 6 months to
12 years with tracheobronchomalacia. In all the children examined, the first clinical signs of the disease appeared in the first year of
life. Bronchoscopy revealed a significant tracheal and/or bronchial luminal change associated with inspiration and expiration, which
was particularly pronounced with low-frequency injection ventilation. The patients needed antibacterial and mycolytic therapy. When
inhalationally and endobronchially administered, dornase alpha (Pulmozyme, F.Hoffman — La Roche Ltd, Switzerland) demonstra-

ted a high efficiency. The prognosis of the disease was good in most patients.

Key words: children, tracheobronchomalacia, bronchomalacia, bronchial obstructive syndrome, pulmozyme.

POHXOOOCTPYKTUBHbBIN CUHIPOM SIBJISIETCSI CEPbe3-

HoOW mpobOneMoit neauarpun. OKoJIO 1/3 nerem
MEPBBIX JIET XXU3HU TIEPEHOCSIT OCTPhIE pecrupaTop-
HbIe 3a00JIeBaHUSI C SIBJICHUSIMU OPOHXOOOCTPYKIIMU
[1]. duddepeHumnanbHas IUAarHOCTUKA COCTOSIHUM,
JIeXalIMX B OCHOBE 3TOr0 CHMHApPOMA, MPEICTaBIsSIeT
3HAUUTEIbHbIE CJIIOKHOCTU, OCOOCHHO y JeTell paH-
Hero Bo3pacTta. OnHON M3 NMPUUYMH BO3HUKHOBEHMUS
OPOHXOOOCTPYKTUBHOIO CUHAPOMA MOXKET ObITh Tpa-
XeOOpOHXOMAJISILIMS, KOTOPYIO OTHOCSIT K BPOXKICH-
HbIM mopokaM pa3Butus (konm Q32.2 mo MKBbB-10).
IIpu 5TOM MaTOJOrMYECKOM COCTOSIHUM B OTJIUYUE OT
cuHapoMa MyHbe—KyHa (TpaxeoOpoHXoMerajanu) He
Ha00gaeTCs pe3KOro paciiMpeHus Tpaxeu WiIv OpoH-
xoB. ITon OpoHXoMaIsILiMe MOHUMAKOT BPOXIECHHYIO
¢J1a00CTh CTEHOK TOJIbKO OpOHXOB, KPYIHBIX M/MIU
nepudepuueckux [1, 2]. Cpeau npuyuH, NPUBOASI-
LIMX K OPOHXOMAISILIMM, pacCMaTPpUBAIOT JUTUTEIbHOE
CcIaBJIeHWE Tpaxeu Uad OpOHXOB M3BHE, HampuMmep,
MPU COCYAUCTON aHOMAJIMM, a TAKKe JUTUTEIbHYIO UH-
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TyOal1I0 U XPOHUYECKUI MH(PEKIIMOHHBINM Mpolecc B
opoHxuanabHoOM aepeBe [1, 3]. PacrpocTpaHeHHOCTb
TpaxeoOpOHXOMAJISILIMY CPear HAaCeJeHUsI COCTaBJISIET
1:2100 [4].

Tpaxeomansauusi 4yaiie BCEro 3aTparuBaeT IUC-
TaJbHYIO TpeThb Tpaxeu. BcieacTBue 3TUX U3MEHe-
HUI Tpaxest MEHsIET KaauOp B TEUEHME AbIXaTEIbHOIO
nukiaa. Bo BpeMsi Bmoxa oTMedaroTcsl AujaTalus U
YIJIMHEHUE Tpaxeu; BO BpeMs BblIOXa — CYXKEHHUE U
yKopoueHue. TeueHue 3Toro HMKJINYEeCKOro npoiecca
MOXET BbI3BaTb Upe3MEPHOE Cy>KeHUE MpPOCBeTa Tpa-
Xeu M U3MEHEeHUe ee IJMHbI. B 11e710M MoBbIlIeHHAS
MOJIBUKHOCTb CTEHOK 0003HauyaeT MoTepIo CTPYKTYp-
HOI PUTMAHOCTU U HapyIIEHUE BEHTUJISILIMU JETKUX.
OcTpble pecnupaTopHbie U Apyrue 3a0ojieBaHUsI, CO-
MPOBOXKAaeMble OTEKOM CJIM3UCTOM 000JOUKHU Tpaxeu
W/WIK OPOHXOB, INPUBOIAT K YXYILICHUIO YCIOBUIA
BEHTWISILIMKM, HapacTaHUIO IMPU3HAKOB OOCTPYKTUB-
HOT0 CUHApOMa. AHATOMUYECKU 1e(PeKT MOXKET ObITh
HE3HAUMUTEJIeH, MOXET JJIUTEbHO HE ONpPeaesaThCs U
SIBUTBHCS CJIydaliHOM HaX0AKO# MpY (PYHKLIMOHAJTbHOM
WIM DHAOCKOIMYECKOM MCCAeA0BaHUMU. BblpaxkeH-
HOCTb (DYHKIIMOHAbHBIX U3MEHEHU 3aBUCUT OT CTe-
TEHU U pacIpOCTPaHEHHOCTHU AedekTa. Y neTei yaiie
BcTpeuaeTcst OpoHxomansuus [1-3].
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B 3aBHCMMOCTM OT pacHpoOCTPaHEHHOCTU M3Me-
HEHUIl paccMaTpMBalOT JIOKAJIbHYIO M Au(dy3HYIO
TpaxeoOpoHxomaysiumio. KinHuyeckasi KapTuHa 3a-
OosieBaHUS IIaBHBIM 00pa3oM OOYCJIOBJIEHA SKCITU-
PaTOPHBIM CTEHO30M TPaXeu U/WIM IIaBHBIX OPOHXOB
— CTPHUIOP, TSDKEJIOE IIYMHOE IbIXaHWE, IPUCTYIIbI
OMBIIIKY W YAYIIbsI, He KYIIMPYyeMble OPOHXOPACIIIM-
PSIOLIMMU CPEACTBAMMU.

IIpu OpOHXOCKOIMMYECKOM HMCCIeI0BAaHUM OObIU-
HO BBISIBJISICTCSI IATOJIOTMYECKasl TIOABMKHOCTD CTEH-
KU Tpaxeu u/wi 6poHxoB. [1pu BeIIOXE TPOUCXOAUT
COMMKEeHUe CTEHOK, MX IPOCBET IPUHUMAET IIejie-
BUIHYIO, CEPIIOBUIHYIO WJIA TAHTEJIEBUIHYIO (DOPMBI.
Bo BpeMs antHO® MPOCBET OPOHXOB MOXET ObITh HOP-
MajibHbIM [3]. JInarHocTuka TpaxeoOpOHXOMalSILUU
OCHOBBIBACTCSI Ha DHAOCKOIMYECKMX JaHHBIX, PEHT-
TeHOJIOTMYECKIE M3MEHEHUS BBISIBIISIIOTCS peXe, YeM
npu cuHapome Mynbe—KyHa.

Iloa HalmM HaGMoAeHUeM Haxoaucs 21 pedbeHoK
(9 manbumnkoB, 12 neBouek) B Bo3pacrte oT 6 mec a0 12
JIET, Y KOTOPBIX MPU OPOHXOCKOIMHU Obljia 0OHapyxkKe-
Ha MOBBIIICHHAS IbIXaTeIbHasl MOIBUXXHOCTb CTEHOK
Tpaxeu u/min OpoHXOB. bojbHbBIEe ObUIM HapaBICHbI
B CTallMOHAp C pa3IMYHBIMM IHarHo3aMu (OpOHXM-
ajJibHasl aCTMa, XpOHUYECKast ITHEBMOHMSI, PELIUANBU -
pytomuit ctpuaop). TpaxeoOpoHxoMansIus B 60Jb-
LLIMHCTBE C/Iy4yaeB OblIa CJIy4aiiHO HaXOJKOI.

[Tpu KIMHUYECKOM 00C/IeJOBAaHUY Y HAIIIMX Malld-
€HTOB [IOMUMO TPaxeoOPOHXOMAJISILIUY ObLIN BbISIBJIC-
HBI IpyTrue 00JIe3HM OPTaHOB JbIXaHUSsI: OpOHXUAJIbHAST
actMa (y 2), XpoHMYeCcKasi THEBMOHUSI C THEBMOCKJIe-
PO30M HECKOJIbKMX CEITMEHTOB B OJIHOM WMJIM 00OMX
snerkux (y 13 geteit). ¥V 1 pebeHKa XpOHUYECKUIA TPO-
1LIeCC B JIETKMX Pa3BWICS Ha (DOHE XPOHMYECKOM acII-
paLy THILIN.

YV Bcex 00ciieqoBaHHbBIX HAMU JIeTeld TIEpBbIe K-
HUYECKUE IIpU3HAKKM 3a00JieBaHUs IOSIBUIMCH Ha
MepBOM roay >Ku3Hu. B Tom uucie y 14 60AbHBIX 3TO
OblJ1a MHEBMOHUS, Y 7 — OPOHXUT C OOCTPYKTUBHBIM
KOMITOHeHTOM. Kak mpaBujio, 1ociie mepBoro cepbe3-
HOTO 3IM30/1a PeCIUPATOPHOTo 3a00IeBaHUS Yy 00JIb-
HBIX COXPaHSUICSI BJIAXHBIN KallleJlb Y ayCKYJIbTaTUB-
HbIe M3MEeHEeHMs B Jierkux. O0paliiaeT BHUMaHUE, YTO
y OOJIBIIMHCTBA JIeTeid B aHAMHE3€ €CThb CBEICHUS O
YACThIX OCTPBIX PEeCHUPATOPHBIX 3a00JieBaHUSIX, I10-
BTOPHBIX ITHEBMOHMSIX, YaCThIX 3IIM304aX OPOHX000-
CTPYKTUBHBIX COCTOSTHUIA.

ITpu ocMoTpe, ITOMMMO CUMIITOMOB, XapaKTEPHbIX
JIJISI XpPOHUYECKOI'O BOCIAIMTEIBHOrO 3a00JIeBaHUs B
JIETKKX, Y BCEX MAalMEHTOB OTMEYaIMCh TOWM WA UHOMI
CTEIeHU BBIPAKEHHOCTHU IPU3HAKU OPOHXO00OCTPYK-
LIMY: BHE3aIlHble IPUCTYIbl OABIIIKM, YCUJIMBAIO-
muecst npu npucoenuHeHun OPBU, paccesiHHBbIE
CyXHe CBUCTSILME U TPYObIE XPUIIbI B IETKUX. DTO MO/ -
TBEPKAAJIOCH pe3yIbTaTaMU UCCIeN0BaHUS (YHKIIUU
BHEIIHETrO JbIXaHUsI, IIPOBEIEHHOro y 13 mereii: BeH-

TWISIUMOHHBIE HApYLICHMSI, BBISIBICHHbBIC Yy 8 NIETeld,
HUMeN OOCTPYKTUBHBIN (Y 6) MJIM KOMOMHUPOBAHHbIA
(v 2) xapakTep. Y 5 mauuMeHTOB MoKazaTeau GyHKIMU
BHEIIIHEro AbIXaHMs ObLIU B Mpeaeaax HopMbl. Heo0-
XOJIMMO YUYMThIBATh, YTO KJIMHUYECKAsT CUMIITOMATUKA
3aBHCeEJIa KaK OT paclpOCTPaHEHHOCTU TPaxeoOpOH-
xoMmajsauuu (npu 1uddy3Hoil TpaxeoOpoHXoOMaIILIUU
OOCTPYKTHMBHBIN CUHAPOM ObLIT HauboJjiee BhIPaXKEH),
TaK 4 OT COITYTCTBYIOIIUX U3MEHEHUI B mepudepuye-
CKUX OTIEJIax JIETKHUX.

BponHxockonuyeckoe Uccieq0BaHIE ITPOBOIUIOCH
BCEM JETSIM, BCEro BBIMOJIHEHO 35 OPOHXOCKOIMIA.
HaubGosnee 3HaYMMBIMKM AAaHHBIMU, ITOJIYYCHHBIMU Yy
9TUX JAETeil, MOXHO Ha3BaTh BBIPAXKEHHOE M3MEHE-
HUE TIPOCBeTa Tpaxeu M/WiM OpPOHXOB, CBSI3aHHOE
C BIOXOM U BBIZOXOM, OCOOEHHO XOpOIIO 3aMETHOE
MPY UCIIOJIb30BAaHUM HM3KOYACTOTHOM MHKEKIIMOH-
HOI BeHTWIsALIMU. [1pM macCMBHOM BBIIOXE IIPOCBET
OPOHXOB yMEHbIIAJICS 00Jiee YeM HAIIOJOBUHY, B psie
CJIy4aeB CTEHKM BO3IyXOHOCHBIX IyTeil AaXe CMbIKa-
Jnuch. BocranurenbHble U3MEHEHUS B CJIM3UCTOM Tpa-
Xeu 1 OPOHXOB, NPUBOIAIINE K OTEKY U CKOIUICHUIO
MaTOJIOTUYECKOI0 CeKpeTa, YCUIMBAIM 3TOT MpOoLiecc.
Hanuuue TobKO TpaxeoMaysiMU ObUIO BBISIBJICHO Y
1 6oabHOrO, coueTaHUE TpaXeoMalsILUU ¢ OpPOHXOMa-
JIIueil — y 3, pacrpocTpaHeHHas OpPOHXOMAaISILIMS —
y 8, JoKanbHast OpoHxoMaysiuusa — y 9. I1pu ocMotpe
OPOHXMAJILHOTO IepeBa PUCYHOK XPSIILIEBBIX KOJIEII 3a-
YacTyIO He IPOCMaTPUBAJICS, 0OBIYHO 3TO OTMEYAIOCh
B OpoHxax 3—4-ii reHepaluu. Y BCeX MaleHTOB BbI-
SIBJIEHBI MPM3HAKW THOMHOIO WJIM KaTapajJbHOIO SH-
JIOOpOHXUTA.

[MoBTOpHAasT OPOHXOCKOIIMS ITPOBOIMIIACH B KATAM-
Hese oT 1 roga g0 7 net 9 netsim. B Tom ciydae, eciau
JUTUTEJIBHOCTb HAOJIOACHUS ObUIa 3HAYMTEJIbHOI
(Gosiee 2 1eT), MOXKXHO ObUIO 3aMETUTh YMEHbIIECHUE
CTEIIEHU CY>XEHUs IPOCBETa AbIXaTeJbHbIX IyTei, y 3
MaleHTOB OTMEYaIOCh JIMIIb HE3HAYUTEIbHOE KOJIe-
OaHMe CTeHKU OpoHXa B Mpoliecce akTa AbixaHus. Y 1
007bHOr0 chopMUpOBaIACL OpOHXOMeETalIus. DHI0-
CKOITMYeCcKasi TMHAMHUKA COOTBETCTBOBaJIa AMHAMUKE
KJIMHUYECKMX CUMIITOMOB. Y BCeX MALIMEHTOB (KpoMe
2 JeTeil ¢ PacIpOCTPaHEHHOI TpaxeoOpOHXOMaIsi-
11Meil) ¢ BO3pacTOM BbIPaxKEHHOCTh OPOHXOOOCTPYK-
TUBHOTO CHHIPOMA CHIKAJach WIM OH Mcuesai. T.e.
MMEIOIIAsICS BO3MOXHOCTb pOCTa XPSIIEBOro KapKaca
NbIXaTeJIbHBIX ITyTel y IeTell ¢ TpaxeoOpOHXOoMalsi-
LIMEN yIy4dIliaeT MPOrHo3 JaHHOTO COCTOSIHUS U, €CJIN
BTOPUYHBIE U3MEHEHMSI B IPYTUX OTIEeaX JIeTKUX He-
3HAYUTEIbHBI WJIM OTCYTCTBYIOT, (DYHKIIMS JIETKMX HE
CTpanaer.

CpaBHMBas TeueHME 3a0ojieBaHUSI Y OOJbHBIX C
TpaxeoOpOHXOMAaJISILIMEH 1 TTAlIMEHTOB C JIOKAJIbHbI-
MM ITHEBMOCKJIEpO3aMU (XpOHUYECKON ITHEBMOHM-
eif), clemyeT OTMETUTh OoJjiee TSKEJOe COCTOSIHUE
MpU TPaXeoOPOHXOMAISILIMM HAa PaHHUX 3Tarax, Kor-
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J1a XpsIIeBOil KapKac TpaxeoOpOHXMAJIbHOIO AepeBa
c(opMUPOBaH He MOJHOCTbIO. Y AeTel ¢ TpaxeoOpPOH-
XoMaysinueil mpeo0JiajaloT MPU3HAKUM  OpPOHX000-
CTPYKIIMM, YTO HEPEAKO MPUBOAUT K OLIMOOYHON 11~
arHOCTUMKEe OpOHXMAJIbHOW acTMbl. XapaKTEePHBIM
saBsieTcsl HU3Kasi 3¢ @MEeKTUBHOCTh OPOHXOpACLIUPSI-
IOIMX CPEACTB, OOBIYHO MCITOJIb3YEMbIX Y ITallMEHTOB
C acTMOM1, U, HA00OPOT, MOJIOXKUTEIbHbIN 3(HEKT OT
KOMILIEKCHOI Tepaliiu, BKIIIOYAIOIIeil aHTHOaKTepy-
aJIbHbIC U MPOTHBOBOCIIAINTE/ILHBIE CPEICTBA.

JInarHOCTMKAa OCHOBBIBACTCSI Ha «HETUITMYHO-
CTU» OPOHXOOOCTPYKTUBHOIO CUHAPOMA U Ha JAHHBIX
OPOHXOCKOIMHM, TaK KaK IIPY PEHTTEHOJOTUYECKOM U
OpoHxorpadgruIecKoOM UCCIEIOBAHMSIX U3MEHEHUS MO~
I'yT OBITb BBHISIBIICHBI He Beceraa. I1pu pacmpocrpaHeH-
HBIX U3MEHEHUSIX IIPU OPOHXOrpadueCcKOM UCCIIeI0-
BaHUM YIaeTCsl BBISIBUTb 3HAYMTEIIBHOE paCIIMpPEeHUE
IIpocBeTa OpPOHXOB M ITOBBILICHHYIO IbIXaTEIbHYIO
MOJABUKHOCTb UX CTeHOK (puc. 1, 2). OCHOBHbIE KpU-
Tepun U GepeHIMaIbHOM IUarHOCTUKKM TpPaxeo-
OpOHXOMAJISILIMK ¥ OPOHXMAJIBLHOM acTMBbI IIPEACTaB-
JIeHbI B Ta0JI. 1.

ITo Hammm HaOMOAEHUSIM, MPU TPaxeoOPOHXO-
MaJISIUM TIPOTHO3 Y OCHOBHOM 4acTU OOJIbHBIX OJa-
TONPUSITHBIN. B OOJBLIMHCTBE ClIy4aeB IPOBOAUTCS
KOHCEpBAaTMBHOE JIeUeHUE, TaK KaK He3HAUYMTEJIbHbIC
nedeKThl XpSIIEBOro KapKaca He IoajiexaT Xupypru-
yeckoi Koppekuuu [5]. JautenbHoe UCIob30BaHNe

X

Puc. 1. Bpouxorpamma nesoro nerkoro desouxu C. 17 aem.

PaciimpeHue m07aeBbIX M CETMEHTAPHBIX OPOHXOB BEpXHEW M
HIDKHEN Joseit eBoro jierkoro. O6auTepalusi Ha ypoBHE MPOK-
cuMasibHbIX cyocermMeHToB B C [V—V. MHoxecTBeHHBIE 1eDeKThI
3aIl0JTHEHUsI Ha YPOBHE OpOHXMOJ JieBoii HyxkHe# moau u CVIII
MpaBoOil HUXKHEN 10J1U.

B NOMOLLIb TPAKTUHECKOMY BPA4YY

MOJIOXKUTEJIBHOTO HAaBJICHMS Ha BBIIOXE MOXET ObITh
MOJIE3HBIM Y JIeTeii paHHEro BO3pacTa C BhIPaKEHHBI-
MM KJIMHUYECKUMU ITPOSIBICHUSIMU TPaxeoOpOHXoMa-
TSN,

AHTHOMOTHKOTEpAIUs SIBJISIETCSI BaXXKHBIM KOM-
IMIOHEHTOM KOMILJIEKCHOI'O JIeUeHUsI OOJIbHBIX C Tpa-
xeobpoHxoMassaiueii. OcCHoBaHUEM IS Ha3HAYeHUSI
AHTMOMOTHKOB CJIYXWT BBISIBJICHHUE MAaTOTCHHON MU-
KpoJIopbl B MOKPOTE WM OPOHXMAJILHOM CEKpETe.
Ho gaxe B TOM ci1ydae, eC/id ITaTOreHHYI0 MUKPOQIopy
BBISIBUTh HE YIAJIOCh, 00JIbHBIM IOKa3aHO Ha3HAYCHUE
aHTUOMOTUKOB Npu npucoeguHeHnun OPBU. Y obcie-
JIOBAHHBIX HAMU TALIMEHTOB MUKPOOHBIIA CIIEKTP ObLI
MPEICTaBJICH B OCHOBHOM TpeMsl ITHEBMOTPOITHBIMU
Mmukpoodamu: Haemophilus influenzae, Str. pneumoniae
u Moraxella catarrhalis. 13 HUX HanOoJiee 4acTO BBIIE-
nsack reModuibHag nanouka (76%), BTOpoe MecTo
3aHUMaJT ITHEeBMOKOKK (31%), Mopakceia KaTapajmic
BcTpeuanack B 12% ciayyaes. [Tomrimo atoro y 1 601bHO-
ro ObUIa BbISIBIICHA KJIeOCHEIUIa U Y ABYX — 30JOTUCThIM
crauinokokk. IMoutu y '/, 6onbHbIX (37,5%) ObLIA
obHapyxeHa Candida albicans. CnoxXHOCTb BbIOOpa
AHTMOMOTHKOB M METOJA BBEIACHMS IIPU 000CTPEHUN
XPOHMYECKOro OPOHXOJIETOYHOTO Mpolecca y pedeH-
Ka ¢ BPOXIEHHOI MaTOJIOTHUE JIETKUX U OPOHXOB 00-
YCJIOBJIEHA T€M, YTO 3TU JETU HEPEIKO MOJy4aloT I10-
BTOPHBIE U UTUTEJIbHBIE KypChl aHTUOMOTUKOTE AT
B CBSI3M C YaCThIMU O0OCTPEHUSIMU.

Puc. 2. Bponxorpamma npasoro nerkoro desouru K. 8 aem.

BripaxkeHHOE paciivpeHne MPOKCUMATbHBIX OPOHXOB IPAaBOTO
sierkoro. Jledbopmaiiusi cydocerMmeHTapHbIX OPOHXOB.
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Tabnuya 1. Nuddepenumanbuas IMarHOCTHKA TPAXeOOPOHXOMASINN U OPOHXUATLHOM ACTMBI Y JeTeil

IIpusHak

TpaxeoOpoHXOMaISILIMS

BpOHXI/Ia.T[I)HaH acTMa

Kimmangeckme cMMITTOMBI

PeHntrenorpadus rpyaHoi KJIeTKU

BDddexT or mpueMa GpPOHXOIMIIA-
TaTOPOB

bponxockonus

3aBUCAT OT PaCIpPOCTPAHEHHOCTU U
creneHu wu3MeHeHuit. OT Oeccum-
IITOMHOIO TEYEHUs 10 SBJIEHUI DKC-
MUPATOPHOTO CTPUAOPA, OOCTPYK-
TUBHOTO OpPOHXWTA W [IbIXaTE€JbHOM
HEIOCTAaTOYHOCTH

[Mpu3Haky JTOKaJIbHOTO MTHEBMOCKJIE-
po3a, nedopmaiuy 6poHxoB. Paciim-
peHue MpocBeTa GPOHXOB MPU TOMO-
rpauyecKoM UCCaea0BaHUN

HesnauuTteabHbIA
IloBbllIeHHAS AbIXaTeabHAsT ITOABUX-

HOCTb CTEHOK Tpaxeu 1/ujiv OpOHXOB.
KarapanbHblii nau KaTapaJabHO-THOM-

OpnplliKa, 3aTpyIHEHHbBIN BBIIOX, pac-
CeSTHHBIE CyX1€ CBUCTSIIIIUE XPUTTbI

OMbU3EeMaTO3HOE B3AYTUE JIETKUX

BripaxkeHHbI

CyxeHue MpocBeTa OpPOHXOB H3-3a
OTEYHOCTU CJU3UCTOMN. <«AJlJlepruye-
CKUIi» DGHIOOPOHXUT

HBIA SHIOOPOHXUT

Ypogens IgE B kpoBu HopwmainbHbriit

INoBbIIeH

MyKoIuTUYEeCKMEe CpPeACTBa 3aHMMAIOT BaKHOE
MECTO B JiIeYeHU U OO0JbHBIX HAPSIAy C aHTUOAKTepUasb-
Holi Tepanueil. Ux neiicTBUe HamnpaBieHO Ha yayydllie-
HUE APEHAXXKHOM U BEHTUJISILIMOHHON (DYHKLIUI JIETKUX
1 OpOHXOB, YBEJIMUCHME MYKOLIMJIMAPHOTO KJIMPEHCa.
Bri6op npemnapara onpeaensieTcs Bo3pacToM pedbeHKa,
TSKECThIO Y MEPUOAOM 3a00JieBaHUsI, UHAWBUIYATb-
HOIT TepeHOCUMOCTHIO.

B Tabn. 2 mpeacTtaBieHbl JaHHbIE O MEXaHM3MeE
JeCTBUS MYKOJIUTUYECKUX CPeAcTB. Bs3KocTb Mo-
KPOThI 3aBUCUT OT COOTHOIIIEHUS €€ 30JIeBOI U reje-
BOI1 (ha3 1 omnpeaensieTcsl, B YaCTHOCTH, COJePKaHUEM
JIBYX MaKpOMOJIEKYJI — MYKOUIHBIX TJIMKOMPOTEUI0B
n JJHK. I'maBubiM uctrounukom JAHK siBasiorcs siapa
pacrnagaimxcs NoaMMophHO-SIAEPHBIX HeHTpodu-
JIOB, KOTOpPbI€ CKAIUIMBAIOTCS B NIBIXaTEJbHBIX ITYTSIX

Tabauya 2. Mexanusm aeiicTBHSA MYKOJIMTHYECKUX NPENapaToB

npyu XpOHUYECKOU OakTepuanabHOi MHpekuuu. Ha-
KorjieHue uype3mepHbix koauuects JIHK yBennunBa-
€T BSI3KOCTh CJIM3M, CYIIECTBEHHO Hapyllas IpeHax
OpPOHXOB M ellle 00Jiblile 0J1arONpPUSITCTBYSI PA3BUTUIO
UHMEKIU. DTO cOCOOCTBYET JAOMOJHUTENILHON aK-
KyMYJISILMY HEUTPODWIOB M JaJbHEWIIIeMy HapacTa-
nuto konmuyecrsa JHK [6]. Pacuerenue JHK npu-
BOJUT K CHMKEHUIO BSI3KOCTU MOKPOTHI.

HopHaza anbda (mymsmosum, «D. XodpdmanH —
JIs Pomr Jltn.», IlIBeiiiapusi) mpeacTaBisieT coOoOi
OYMIICHHBIII PACTBOp PEKOMOMHAHTHOI YeoBeYe-
CKOIl  Je30KcupuOOHYKJea3bl-1, BbIpabaThIBaeMOit
MOJKEJTyIOYHO XeJIe30i U APYTUMU TKaHsIMU. B uc-
CJIeIOBAHUSIX in Vitro yCTAaHOBJICHO, YTO IOPHA3a ajibda
BBI3bIBAeT ruaApou3 BHekaeTouHoi JIHK B rHoitHOI
MOKpPOTE OOJIbHBIX M 3HAYUTEIbHO CHIKAET €€ BSI3-

IIpemapar MexaHu3M OeiCTBUST

AMOpokcon bpomrekcuH

CTumyisinuysi BoIpabOTKU aJIbBEOJISIPHOTO M OPOHXUAIBHOTO CypdaKkTaHTa, HEUTpalb-

HBIX MyKOToJiucaxapuioB (0oJiee BhIpakeHa y aMOpOKcoJia), AeTIOJIMMepU3aliisl KIUc-

JIBIX MYKOITOJIMCAXapUI0B
JlopHa3za anbda

ALIeTUILIMCTENH
OpPOHXMAJTBHOM CIINU3U

Kapo6omucrenn

Pacmiennenue monexyn JHK

BosneiictBue Ha Z[I/ICYIIL(I)I/IZ[HI)IC MOCTUKHN CHUAJIOMYILIMHOB ITOBCPXHOCTHOI'O CJIOSA

CTuMynisinusi aKTUBHOCTU CHUAJIOBOM TpaHcdhepasbl, pereHepaliuy CAU3UCTON JAbIXa-

TeJIbHBIX ITyTe} U MPOAYKIINN HOPMATbHOU (hM3MOJIOTUUECKOM CIU31
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Jly4ire npImiarh!
MenpbI1ire 60j1eThb! -
Jlerue >XUTD!

Yrydmiaer GyHKIIUIO TETKUX
IIPU MYKOBHCITUIO3€
YMeHbIIIaeT 4acToTy HH( eKIHit

* loCTOBEPHO CHMIKAeT PUCK BOSHUKHOBEHHUA * JIOCTOBEPHO y/IydIlaeT (DyHKITUIO BHEIITHETO

MHQEKIUI IbIXaTeTbHBIX ITyTei Ha 34%* npixanusa (OXXKEJT ma 5%, OO®B, na 6%)!
+ CHIKaeT 06CceMeHEeHHOCTbh MOKPOTBI * YMeHbIIIaeT BOCa/IeHUe CTU3UCTOM
St. aureus u Ps. aeruginosa' 060109k 6poHXOB"’

* YBelMunuBaeT MHAEKC Macchl Tea Ha 10,8%! ¢« IToBbllaeT Ka4yecTBO >KU3HU'

! Kampanos H.U., llla6amosa JI.A., Kammpckas H.IO. u np. MykoBuciunos. CoBpeMeHHbIe TOCTHKEHHsI ¥ TPOo61eMbl. MeToniYecKie peKOMEeHIalHH.
Mocksa, 2005 1.

2 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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HU.K. Boakoe u coaem. Ponb 6poHxoMansiLmy B naTtoreHe3e XpoOHUYECKnX 3a60neBaHuii nerkux y etei

KocThb [7]. HauuHas ¢ 1992 r. mpoBeaeH psia KIMHU-
YeCKUX MCCJIEIOBaHUI 3TOrO Ipernapara y B3pOC/IbIX
U JeTeil, B KOTOPBIX ObLIa IPOAEMOHCTPUPOBAHA €ro
BbIcOKasl 3((PEeKTUBHOCTh U Oe30macHoCThb. JJopHasza
anbda (MyJbMO3MM) PEeKOMEHIOBaHaA JUISl JUIUTEb-
HOTO JiedeHUsI OOJIbHBIX MYKOBUCILIMAO30M, a TaKXKe
JIJIST Tepary XpPOHUYECKOro OPOHXMTAa U HEKOTOPBIX
JIpyrux cocrosinuii [6—9]. TIpemapat BBOAUTCS MHTIa-
JISLIMOHHO 4epe3 KOMIIPECCOPHBII MHTAISTOP B A03¢
2,5 mr 1 pa3 B 1eHb, MOXET UCIOJb30BaTbCsl Y AeTei
crapuie 5 net. Kypc nedyenust 2—3 Hen. I1pu rHOAHBIX
SHIOOPOHXUTAX C YIOPHBIM TEYEHUEM, HAIIpUMEP
IIpY MYKOBUCLIMI03€, HA3HAYACTCS IIUTSIbHOE PU-
MEHEHME IYJIbMO3MMa Ha IPOTSLKEHUM HECKOJBKUX
MeCSLIEeB WIN JIET.

Ele omHOI BO3MOXKXHOCTBIO SIBJISIETCSI 9HI0OPOH-
XMaJbHOE BBEACHUE ITyJbMO3MMa IIpU OPOHXOCKO-
muu. TTokazaHueM I 3TOro BUAA JICUCHUST CIIYXKUT
HaJIM4Me THOWMHOTO SHIO0OPOHXMTA, OMPECISIEMOrO
BU3YaJIbHO IPpU OPOHXOCKOMNMU WJIX I10 BUAY MOKPO-
THI, OTKAllUIMBaeMoOii OosibHbIMU. IToMMMO Tpaxeo-
OpOHXOMAJISILIMK MPU3HAKU THOMHOIO 3HI0OPOHXM-
Ta MOTYT OTMEUAThCs MPU Pa3IMYHBIX XPOHMYECKMX
3a00JIeBaHUSIX JIETKUX, TAKUX KaK IMOPOKU Pa3BUTUSI
JIETKUX, UMMYHOIE(MUIIMTHBIE COCTOSIHUS, IPOTeKa-
IOIIKME C MOPaXKEHWEM JIETKUX, CUHAPOM LIMIMApHOM
MUCKUHE3WM, MYKOBUCIMIO3 U Ap. B Takom ciryuyae
IOCJIe cCaHalMKY OPOHXMAIBLHOTO JepeBa U acIIUpaluu
COIEePKMMOTO OAHOMOMEHTHO BBOAUTCSI 2,5 MT IIpe-
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