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BONE3HWN OPTAHOB AbIXAHWA

3ththeKTUBHOCTb NPUMEHEHUs NynbMO3UMa
B KOMMIEKCHOM ne4YeHun MyKoBUCUUI03a

J1. M. Cepreesa

Oy BNO YI'MA Pocaapasa, kadeapa aeTcknx 6onesxen nevwebHo-npodunakTuyeckoro dakynbTera, r. Ekatepunbypr.

Peswome

Leawv nawei pabomui: damb 063€KMUBHYI0 TAPAKMEPUCTRUKY COCTNOAHUR GPOHIOACZOUHOU CU-
cmembl nPpu MyKosucyudose u 060cHOBAMb NPUMEHERUE HOB020 KAQCCA MYKOAUTRULECKUT cpedcma,
6 vacmuocmu [lyavmo3uma. B pabome npedcmasnenst pesyavmamovt uccaedosanus MYyKoAuUmu-
uecKol axmusnocmu nyavmoduma y 60 6oavnbir myrxosucyudosom 8 sozpacme om 6 do 15 aem.

Kawouesste caosa: myxosucyudos, nyavmosum, pexombunanmuan venoseveckan JHKasa.

MyxkoBucunnos (MB) — onHo mu3 Haubosee
4acTbIX MOHOTeHHOHacJyenyemblx 3abosyeBaHuit ¢
noNMMOpraHHbIM nopaxkehueM. B Poceun MB saB-
JISETCA BaXKHOM MeIMKO-cOLMaJsbHOM npobiemoit,
B BUJY PaHHe! MHBaAMAOM3aLMu, HeoOX0aMMOCTbIO
CHUCTEMAaTHYECKO! Tepanuyu ¥ aKTUBHOIO AMCIIaH-
cepHoro HabmogeHus, a Takke ¢ npobyiemoir paH-
HeN OMarHOCTUKM.

Yacrora MB konebnercsa cpeau npencraBu-
Teneit Oenoit pacet ot 1 : 600 no 1 : 12 000 HoBO-
PO IeHHBIX.

B nocneanne rogsl Bo Bcex pa3BUTHIX CTpa-
HaX OTMEYaeTCA POCT YMCJa B3POCJAbIX DOJMBHBIX
MB, 4TO CBA3aHO C YJYYlleHMEeM COBPEMEHHBIX
MeTOAOB AMArHOCTMKM M TepPanuMu 3TOr0 TAMXKEJO-
ro 3aboJsieBaHuA.

Kax usBecTHO B HacroAlee Bpemsd, nedeKT-
HBII TeH pacrnioyiokeH B 7 xpomocome u y 70%
6oJNIbHBIX OTBETCTBEHEH 3a OTCYTCTBME B MOJIEKY-
JNe Koaupyemoro 6eska, KOTOPBIi# Ha3blBaeTcA
«TpaHcMeMOpaHHBIY peryjaTop MYKOBMCLMAO-
3a» — MBTP (CFTR — cystic fibrosis trans-
membrane conductance regulator). Ha cerogusau-
HUX aeHb BblABJAeHbl 1200 myraumn reda,
OTBETCTBEHHbIX 3a pa3BuTue cumnromos MB,
6ONBIIMHCTBO U3 KOTOPBLIX ABJAITCA PeIKMMMU.
B nameit crpane Hanbosee wacton ABagerca my-
Tauusa F-508 (52%).

JedekT, NpUBOAAILMI K Pa3BUTUIO MYKOBUC-
LMao3a, cBA3aH ¢ 6JIOKaZ0 KaHaJOB AJA XJopa
(Cl) B coctaBe kyeToyHoit MmeMbOpaHb! anuTENMANb-
HBIX KJIeTOK. B urore mpomcxomuT AerMapaTaunmd
CAM3UCTOrO cexkpera, npuobperarowero 6osnee ry-
CTble ¥ BA3KME CBOMCTBA, YTO NMPMUBOAUT K 00-
CTPYKLMM BBIBOOHBIX MPOTOKOB 3K30KPUHHBIX Ke-
ne3. Hanbosee wacTo BecTpeyaetca u Gonee TaAKeN0
MpoTeKaeT MYKOBUCLMAO3 C COMETAHHBIM Mopake-
HVEeM IbIXaTeJIbHO!M CUCTEMB! M KUILIEeYHMKA.

JlbixaTenbHaA HENOCTATOYHOCTb OOBIYHA INA
Bcex GosnbHBIX. B OCHOBe ee, Kak y»«e rOBOpUIIOCSH,
obpa3oBaHMe aHOMAaJbLHO T'YCTOTO CEKpeTa KeJe-
3aMM AbIXaTeJbHBIX MyTei, YTO NMPUBOAMT K Ha-
PYLUEHMIO Mpoliecca CaMOOYMILEHUA JerKux, UX
obCTpYKIMMM, MPUCOEOMHEHUIO BTOPUYHOM MHEK-
UMM, KauIo, AMCMHO3, 00pa3oBaHMI0 GPOHXOIK~
Ta30B K JeroyHomy ¢ubposy. Bece nepeunciieHHble
CUMIITOMBI 3HAaYUTEJILHO CHMMKAKT IOKa3aTeJsn
KayecTBa KU3HKU OOJIbHBIX MYKOBUCLIAIO3OM.

C ynydiueHMeM NPUKM3HEHHON AMATHOCTUKU
M BHEJIPEHMEM B TePalleBTUUYECKYIO IIPAKTUKY HO-
BbIX TOKOJIEHMI1 pAjla NpenapaToB (MYKOJIMTUKOB,
aHTUMOMOTHMKOB, 3H3MMOB, TeNAaTOMNPOTEKTOPOB M
Ap.) M palMOHAJBHBIX, HAY4YHO 00OCHOBaHHBIX
MeToHoB (M3UOTEepaleBTUHECKOr0 BO3AENCTBUA
HayaJ MEHATbCA MCXOAbl MYKOBMCLIMAO3A. Bak-
HO TMOOYEpPKHYTb, YTO HaJNMuMe pAfa KIAMHUYEeC-
Kux ocobeHHOCTe MyKOBUMCLMAO3a M €ro UCXOA0B
06y cJIOBJIEHO KaK FreHeTMYECKMMM 0COOEeHHOCTAMM,
Tak M afIeKBATHOCTHIO MPOBOAMBLIENCA Tepanuu,
KayecTBOM AMUCIIAHCEPHOro HabioaeHus.

B Teuenue nocseguux 30 yeT B pe3dyabTaTe
YAyYlIeHuA OMACHOCTUKM, MOHUMAaHMA U JIeHEeHUA
MYKOBMCLMI03a OTMeYaeTCA 3HAaUMTeJNbHBIA pocT
MPOJOJIKUTENBHOCTHM 2KM3HM GOJILHBIX MTPY 3TOM Ha-
cyeacreeHHoM 3aboneBanuu. B 1990 r. BeKKBae-
MocTb DONBHBIX MYKOBUCLIMA030M B Poccuu coctas-
aana 12 ner. B 2006 r. meauaHa BbIKMBaeMOCTH
60JLHBIX MYKOBUCLIMIO30M B Pa3JIMUYHbIX PErMOHax
Poceun xonebanach ot 26,9 B Mockse mo 5,8 B
Bapnayse. B Exatepunbypre ona cocrasnana 20,3
roga. 3T OOCTMOXKEHUA MPMUBENMU K TOMY, 4UTO B
HaCTOsALLEe BPeMA AeTH ¢ MYKOBMCUMAO30M UMEIOT
XOPpOLUMIA IAHC AOCTMYb PEeNpOAyKTMBHOIO BO3pa-
cra. Bonee Toro, yueHble, 3aHMMAIOLIMECA MYKO-
pucumaosom B CIIIA, npepnonaratot, yro k 2010 r.
OH CTaHeT U repuaTpuyeckoit mpobemoii.

JI. M. Cepzeesa — x. a. #., accucmenm xagdedpst demcruxr Goneaneti aevebnozo gaxyavmema F'OY BIIO YIMA Pocadpasa.
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3aTpaTbl (PMHAHCOBBIX CPEACTB M PECYPCOB
npM JeyeHuu OOJBHBIX MYKOBMCLIMAO3OM BecbMa
cyuiectBeHHbl. PaKTHYECKaA CTOMMOCTD JIEYEHUA
Takux OGOJNBHBIX TOYHO He M3BECTHA, OJHAKO CO-
rJ1acHO MpPOBEAEHHbIM IoJcYeTaM, OHA Bapbupy-
et ot 245008 B ron Ha Kaxzoro 6onbHoro B Moc-
kBe, B MockoBckoit obracti — 100008, B cpenHem
no Poccun — 3,58.

Llesb HACTOALLETO MCCJNEeROBaHUA — JaTh
00BEKTUBHYH XapaKTEPUCTUKY COCTOAHMA GpoH-
XO0-JIEFOYHOM CUCTEMBI IIPU MYKOBUCLMA03e 1, ba-
3UpYyACh HA IOJIy4EeHHBIX HAHHBIX KOMILJIEKCHOrO
obcnenosauua, o0OCHOBATH NMPMMEHEHMEe HOBOTO
KJlacca MYKOJMTHMYECKMX CPeACTB, B YaCTHOCTH
yesoBeyeckoit pekomGuuanTHO JHKase! ([Tyas-
mo3unm, Joprasza anvgpa «P. Xopmann-Jia Pour
JImo», Uleetiyapus)

Marepuanbi U MeTOAbI

Ilox HabmomenueM Haxogmuamcb 60 60JbHBIX
MYKOBMCLIMAO30M B Bo3pacte oT 6 a0 15 ner. Ju-
arHo3 MYKOBMCLMZO3a YCTaHABJIMBAJICA COTJIACHO
kauHuyeckux kpurepues di Sant Agnese:

1. CemeliHblii aHaMHe3.

2. XpoHuyecKoe rnopa<eHue pecrnmMpaTopPHOA
CUCTEMBEI.

3. IIpu3Hakyu MaHKpeaTUyeCKOoiT HeJoCTaTO4u-
HOCTH. -

4. TloBbllIeHME 3JEKTPOJIMTOB B IOTOBOM
FKMAKOCTU.

ITo obitenpuuATEIM hopMaM MYKOBMCLMAO3a
6osbHBIE pacnpegelAaMch clenylolum obpasom:
co cMmeltaHHoit cdopmoit — 49, ¢ JneroyHoi — 11.

MccnepoBanue noToOBOI XMIOKOCTU NPOBORMU-
Jloch 1o crangapTHomy Metony Gibson & Cooke.

Anamna myTtaipm F508 ¢ nomorpio nosammepas-
Hol uernHoi peaxipm JHK nmposommiics B jabopa-
TOPMM MPeHaTAJLHOM AMAaTHOCTUKM HaCJIeACTBEHHbBIX
6oneaneit HUM akymepcTsa u runexosormn PAMH
r. C.-TletepGypr (B. C. Bapaos ¢ coasm. 1991).

OueHka cocTOAHMA GOJBHBIX MOAKPENIANIAChH
B TOM 4MCJIe MCCJIeZOBaHMEM MMMYHOJOTMYECKUX
rnapamMeTpoB B FOPOACKOM UEHTPE AMAarHOCTUKU
6osresHelt maTepu u pebeHka NOCpeaCTBOM OIpe-
JeJleHVs KOHUEHTpauuu MMMYHorJobysuHos (Ig)
A, M, G d B coiBOpoTKE M MOKpOTe (B TOM 4ucie
SIgA), T- u B-aumdoumTos u ux cybnonynaumii.

Bcem 6onbHBIM B 06A3aTENILHOM NOPALKE NPO-
BOAMJIACH PeHTreHorpadusa rpynHoOM KIeTKH, a nNpu
Heob6XoaAMMOCTH peHTreHorpadus NPUAATOUYHBIX
na3yx Hoca.

OddextuBHocTy npenapata «Ilynbmoaum»
oueHuBasnach no nporoxkony II ¢asst, Te. B Buge
KOPOTKOro Kypca MHrajsaumit. MHraasiuuu anbca
AOPpHA3bl Ha3Ha4aJuch no 2,5 Mr 8 2,5 MJ1 B JieHb
Ha MHraJlIAuMIO, HU C YeM He CMellMBasd, NOCpes-
cTBOM HebynaiisepHoit cuctems! Hodson T Up-draft.

W3 nabmogaemeix Hamu gereit Ilynbmosum
nonyyanu 36 6onpubix. KoHTposbHble rpynns co-

craBuaM 12 maumMeHTOB, MOJYyYaBUIMX aLleTUIILMC-
Teun (ACC 100, 200 mau 600 ¢dupmbr Hexal
Pharma), # 6 GonpHbIX ucronb3youmx placebo.

B xoze BbInoJHeHuA paboThbl MCNIOJAb30BAJACH
caenywollas METOOMYECKAaA OCHALEHHOCTh:

— Jlna panHero ycraHoBjeHus obocTpenus
6pOHXOMYJbMOHAJMBHOM MH(EKUMU HaMM MCIOJIb-
3o0Banach memoduxa nodcuema wacmomst dvixa-
meavHoix Osusxcenuti 60 8pems cna — Sleeping
Respiratory Rate (SRR). ¥ kazioro nauuesra
yCTaHaBJIMBaJach NpUCyIUas eMy cpefHeapudme-
TMYEeCKaf 4YacToTa ALIXaHWA, OTKJIOHEHME OT KO-
TOpoit Goslee YeM Ha 3C PaCLEHUBAJIOCh KaK Map-
xep Hactynawulero obocrpenus 6poHxornyJsbMoO-
HaJbHOM MHexumu.

— MUccaedosanue peyenmopuozZo annapama
(na Mogenu TpomboumTa) NMPOBOAMIIOCH B PETEH-
LMOHHOM TecTe no Marx B mogudukauum I A. -
Bepuumuunoit (1986).

— Uccaedosanue MyKoyuAuaAPHOZ0 KAUDEHCA.

Ina uaydeHus BA3KOCTHM MCIIOJIb30BAJICA KO-
arysorpag H-334, 8 KioBeTy KOTOpOro nomeiianmu
o6pa3ibl MOKPOTHI, MOJYYEeHHOH METOJOM CTHUMY-
JALUMM KalA y OOJbHBIX MYKOBMCUMAO30M M pe-
LMAMBMPYIOLUMMM XPOHUYeCKMMM 3abosneBaHnAMu
JIeTKMX B repuoge obocTpeHus npouecca. Pesyub-
TaT OLEHMBAJICA U3MEepeHMEM pa3Maxa aMIIMTY-
bl KPUBOI Koaryjorpada B MM.

Ina uaydeHUA BIMAHUA MYKOJUTUHECKUX
CpeAcTB Ha MOKPOTY in vitro ymobHbiM oka3aiics
MeTOZ MOJIAPM3AaLMOHHON MMKPOCKONMUM, NTO3BOJIA-
IoUeil OLUEHUTh KMIKOKPUCTAJINYECKYIO CTPYK-
TYpy CJM3U PecnipaTOPHOTO TPaKTa.

MayuyeHue DYHKLUMOHMPOBAHUA LMJIMAPHOTO
3MUTENUA TIPOBOAMIIOCH € MOMOLUBIO CaXapPHUHOBOrO
TecTa, 3aKJIOYAIOLIEFOCA B HAaHECEHUMU KYCOYKOB
caxapuHa Ha CJM3UCTYIO TOJIOCTM HOca GOJIBHBIM
6e3 npuanakoB OPBU u kamua ¢ nocjeayoummm
MOSAIBJIEHMEM OLUYLIEHUA CJAAKOr0 BKycCa B IT0OJIOC-
™ pra. OueHKa TecTa MPOBOAMIACH B MMHYTaX.

— Memodut uccaedosanus HyHKYUOHANLHOZO
COCOAHUA KAPOUOPECNUPATNOPHOU CUCTEAMDL
sxarouaau 6 ceba onpedesenue xapluounmepea-
nozpapuu (KUT); nynbcokcuMeTpuyn ¢ roMowbio
annapata Omeda Biox 370o0e ¢ nanbuesbiM gaT-
YUKOM (AJIMHA BOJIHBI 940 nm).

— (PyHKUMA BHEUIHEro AbIXaHMA M3y4danach
€ MOMOILBIO annapata Pneumoscop (dbupma Jeger)
M perucTpauMeii niKa CKOPOCTY BbIZOXA € MOMO-
w0 ycrpoiictea Peak Flow Meter (PFM), koTto-
pas ABNAETCA BeCbMa MpOCThbIM MeToAoM. Iloka-
3arens PFM npeacraBnseT coboit muorogaktop-
Hblii NapamMeTp, B OCHOBHOM OTpaykas Cy’KeHue
MPOXOAMMOCTM [BIXaTeJNbHbIX IyTeil, COCTOAHME
JIETOYHBIX 06'bEMOB, CTAaTMHECKYIO PacTAMMMOCTD
M CHUJY MBIWIL HA BbliOXE, KOTOPBIA KOppeaupyeT
¢ DPAKEJ, OPB; 1 HEKOTOPHIMU HEPEeCITMPATOP-
HbIMM NOKa3aTensamu (Smith et al., 1987; Morris et
al., 1990).
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— OyeHnka peaxkyuu MAKPOOP2AHUIMA HA NPU-~
senenue [Iyavso3uma NPOBOAMAACH C IIOMOLIBLIO
onpenesenua npupocta tMrpa antutea k JHK, a
TaK)Xe pPeaKLMM TOPMOMEHUA MUTrpallMM, OCHOBaH-
HOM Ha CMOCOOHOCTM CeHCMOUNU3MPOBAHHBIX JIMM-
¢ounTOB BBIAENATH JUMOOKMHbBI B MPUCYTCTBUU
creumduyeckoro anturena (IIysbmo3um B paznny-
HbIX pa3BefeHMaAx: oT ueJyibHoro ao 1:1000). Pe-
ayabtaT PTMJI yunThiBaJsCcA nyTeM U3MEPEHUA 30H
MUrpaumMm KJeTok B arapoBom rene (B. H. [enucos,
1981).

— Obpabomra pe3yavbmamos uccnrefo8anus
npoeoduaacy semodom 6APUAYUOHHOU CMaAmMuc-
muxu (JI. C. Kamuncxui, 1964) ¢ BblumMcyieHueM
cpeaHmx BesuumH (X), KBaAPaTUYHOIO OTKJIOHE-
Hua (C), ommbky cpenHen (m). Takyxe npoBoauicsa
KOPPEJIALMOHHBIA aHaJu3: koadddHLUMeHT koppe-
aaumu (r) v kputepuit X2. Y4eT COBOKYITHOCTM KO-
JIMYECTBEHHbIX M3MEHEHMIT OCYLIECTBJISJICA C UC-
NOJIL30BAaHMEM IHTPONMM — KOJIMUECTBEHHOI Mepbl
HeolpeJieIeHHOCTH (XaOTUYHOCTHM) pacnpeneseHuns.

Pesynbrartbl u 06cyxaenune

Kak nokasan aHanua 28 aHkeT, y Bcex Je-
Tel, nepeHecinx obocTpeHue BPOHXOJIErOYHOrO
npotiecca, 3a 4 OHA JO 3TOr0 NMPOM3OILLJIO 3HAUM-
TesnbHOoe (Ha 30) yyalleHuMe 4YacCTOTh! AbIXaHuUA
nocJie 3acbINaHMA.

MHuTepecHo otMeTuTb, 4TO y 4 OONBHBIX, Y
KOTOPBIX passumick npusHaky OPBU (noBbiiieHue
TeMnepaTypbl TeJla, CMMITOMbI MHTOKCUMKAUUM M
ap.), SRR tect HakaHyHe GObL1 OTPULATEJILHBIM.

CnenosaTtensHo, SRR okasaJsics Becbma Ha-
JexHbIM criocoboM npenckaszaHusa obocTpenusn
PecrnupaToOpPHOro CMHApPoMa y GOJIBHBIX MYKOBUC-
LMO030M.

UccnenoBanue cyHKIMM BHEIIHErO AbIXaHUSA
npoBoAuJIoch HaMu y 22 6OJILHBIX MYKOBMCUMIO-
3om oT 6 mo 15 ser B mepuome OTHOCUTEJIBHOI
pemMmuccum, KOrga KJIMHMKO-JabopaTOpHbIE OaH-
Hble CBUAETEeJbCTBOBAJM 00 OTCYTCTBMM BbIpa-
>KEHHBIX NMPM3HAKOB 000oCTpeHua GPOHX0JIeroYHo-
ro npouecca. KoHTposbHylo rpynny cocrasuan 18
Oo/bHBIX peuUMaMBUPYIOIMM OGPOHXUTOM aHaJOo-
TMYHOTO BO3pacTa.

Ha nepsom srtane usyueHua ageKTHMBHOCTH
ITynbmMo3MMa Mbi NIPOBENM UCCIIEJ0BAHME BIVAHMUS
anbcha n0pHA3bl Ha 06pa3siub!l MOKPOTH! BGOJILHBIX in
vitro, Ha BTOPOM — M3y4aJuCh MOKA3ATENN MYKO-
UMJIMAPHOrO KJMPEHCAa M KapAUopecnupaTopHOI
¢byHkUMK y GOJBHBIX B Npolecce JIeYyeHus.

UccnenoBaHue peoslormyeckux xapakTepuc-
TUK MOKPOTHI in Vitro BLIMOJHEHO B AMHaMMKe A0
M focJie ee KOHTaKTa C MpernapaToM.

Ucxonuslit ypoBeHb BA3KOCTY MOKPOTHE - TIO
noka3aTeJsAM KoaryJorpada B CpelHEM COCTaBUJ
27,9+3,3 MmM. B KOHTPONILHOM UcCeN0BaAHUY — [0-
GaBJneHue AMCTMANIMPOBAHHOM BOAb! (B AafbHei-
wem placebo) — BA3KOCTb M3MEHMJIOCH HE3HAUM-

BONE3HW OPTAHOB fIbIXAHUA

TenbHo — 28,5+3,2 mm. JobaBneHne k obpasuam
MOKPOTbI MYKOJUTUYECKUX TNperapaToB NPUBOAM-
JI0 K CYLUECTBEHHOMY CTATMCTUYECKM 3HAUMMOMY
CHMIKEHUIO ee BA3KO3JACTUYECKUX CBOMCTB: Ioc-
Jle KOHTaKTa ¢ aueTuiaumucTenHom — 57,0%2,8 mm
u nocne nobasienus IMyabmosuma — 63,0+3,4 Mm.

Kpowme Toro, Hamu uay4yasnocs Bauaaus [Iyss-
MO3MMa Ha MOKPOTY GOJIbHBIX in vitro nocpeacTsoM
MONAPU3ALMOHHON MMKPOCKOMMM: BO BCEX MCCJIe-
AyeMblx obpasuax 0TMe4aJloch M3MEeHeHMe BOJIOK-
HUCTBIXCTPYKTYD. [I0  COCTOAHMIO »KMAKOKpUC-
TaJJMYECKON CTPYKTYPbl MOKPOTblI CpeaHui
YPOBeHb y OONbHBIX MYKOBMCLIMAO30M [0 JieYeHUs
cocraBuan +3,9+0,5, nocine pobasneHus aucTUI-
JupoBaHHON Bogbl — +3,1%0,09, auerunuucren-
Ha — +1,9+0,1 (p<0,001), anbcha mopHa3bl —
+2,1+0,09 (p<0,001).

Takum obpa3om, HamMu ObLIM MOJYYEHBI 1MO-
3UTUBHBIE pPe3yJbTAaThl in vitro, Aaioume OCHO-
BaHue JJIA KJIMHUYECKOro npumMeHenua Ilynbmo-
3uMa.

Kak ykasbiBasioch Bbille, 10Ka3aTeJb caxa-
PMHOBOro TecTa Yy 3JOPOBBIX AETeN B CpedHeM
coctaBuia 7,39%+0,89 mMuH, a y GOJBHBIX MYKOBUC-
unaos3om — 23,1+1,32 mun (p<0,001). [Ipumene-
Hue placebo cylIecTBEHHOro BJAMAHMA HAa BPEMsA
CaXapuHOBOTO TeCTa He Oka3aJjo — 21,2#+1,2 MuHx.
JleyeHne aueTMIILIMCTEMHOM MPUBEJIO K HeCyLue-
CTBEHHOMY YJIYYILIIEHUIO CaXapHMHOBOIO TECTa —
20,8=1,8 mun. ITocne II dasbt ucnbitauua [Iyns-
MO3uMa y GOJILHBIX MYKOBMCLMAO30M IPOM3OLUJIO
yaydwenue cdyHkuun MUK, uyTo Bblpasuniock B
YMEHbLIEHUM BPEMEHM CaXapUHOBOTO TECTa JO0
19,2+0,9 mun (p<0,05).

IIpoBeneHHoe Hamu uayyenue PBJ] B auHa-
Muke JedeHus IlynbMo3mMMoM nokasano, 4TO
MyKonuTuyeckoe BosaeiicTBue rhDNase Ha MOk~
poTy GOJIBHBIX MYKOBMCLMOO30M NpPUBEJNO K 3HA-
YUTEJIbHOMY YJAYHYLUIeHUIO NapaMeTpOB AMHAMUKU
obixauuA. Tak, npousollien NpUpoOCT MoKa3aTens
PFM c 283%56 n/mun no 397+46 su/mus (p<0,05).
[IpakTu4YecKu OO TaKOro e YPOBHA YBEJIUYUJIICA
MK (POPCHPOBAHHOIO BHIAOXA MPM JIeHeHUM aue-
TuaumMcTenHom — 382+38 sn/mMuH. B oTsimume ot
aToro, npumeHeHue placebo Hu xoum obpasom He
CcKa3aJiochb Ha JAaHHOM MOKa3aTejle MEXaHUKU Obl-
xaHua — 278+47 n/MuH.

[TapameTps! cniporpadmn aHaJorM4HbIM 06pa-
30M OTPa3UIM MOJOXKUTENIbHYIO AMHAMUKY JIEUEHUSA
IMysnbmo3aumom Ha PBJl y 60/IBHBIX MYKOBUCLMIOO-
3om: ypoeHb PHKEJI Bospoc ¢ 66,1 mo 78,8%, Te.
B cpenHeM Ha 12,7+2,6% (p<0,05), a OPB,; ¢ 62 no
71,4%, B cpegHeM Ha 9,4%3,5% (p<0,05).

IIpu nevyeHMM aLETUILMCTEMHOM NPUPOCT
DIKEJI coctaBun B cpegHem 8,4+1,2%, a OPB; —
6,1%+0,9%.

OaHoBpeMEHHO HaMM OLIEHMBAJIOCh BJAMSHUE
placebo Ha BbllleyKa3aHHblE MOKAa3aTeNM BHELI-
Hero AbIXakusa y 12 OOJMBbHBIX MYKOBMCLMIAO3IOM.
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60ME3HN OPrAHOB AblXAHUS

1:10 — 18,67+2,51 mM, Ha pa3sene-

Tab6auua Cpennue nokaszatenmn PTMJI ¢ Ilynabmosumom

B JuHamyuke JedeHus (X=m, B MM) Hue 1:100 — 16,49%+2 39 MM M Ha pas-
senenne 1:1000 — 16,45*3,38 mmMm
Napamerpsbl flo neyexna Nocne neveHns (pagHuLa CTATMCTMYECKU HENOCTO-

BEpPHA).
KoHTponb 19,0312,58 18,41+2,39 P A)Ha.nomqﬂbm oBpazom Bea
be3 pa3seaenns 17,87+2,66 14,46+1,47 cebA cpemme MoKazaTem PTMJ
Pa3segenme 1:10 18,67+2,51 14,68:1, 3 nocJe Kypca JedeHus (rabuua) Kak
Paasenenue 1:100 16[19+2,39 ; 15,3+1,42 BUMIOHO U3 Tabauubl rocje Kypca Je-
Pa3segenue 1:1000 16,45+3,38 16,76+2,92 yeHus [IynapMO3MMOM HaMeTuJach

AHanu3 CpaBHUTEJILHOTO U3Y4eHus M0Kasal, 4To
npyu ucnonas3osanuu placebo PIKEJl ymenbwmn-
nack B cpeaHem Ha 0,4+0,1%, a OPB;, — Ha
1,8+0,7% (p<0,05).

CaenoBaTenbHo, npumeHeHue rhDNase mo
npotokony II cdasel oxa3biBaeT CyLIeCTBEHHOE
MOJIO?KUTEJIbHOE BO3LEMCTBME Ha MEXAHUKY [Ibl-
xaHuA OOJBHBIX, YTO BbIpaj)kaeTcA B IpupocTe
napametrpos ®PBJl, kak PFM, ®KEJ u OPB,.

TlapannenbHO € KIMHUHECKMM MCIIBITAHMEM
IIyabMo3uma y OOJIBHBIX MYKOBUCLMIAO30M, MbI
MPOBEJM NMPOBEPKY TMNOTE3bl O TOM, YTO PEKOM-
6unanTHaA 4dejosedeckaa JHKasza cTumynmpyer
MMMYHHbI OTBET MaKpOOpPraHM3Ma, a yMeHblue-
Hye KOHUeHTpauuu BHekJeTouHolt JHK B mMokpo-
Te GoJbHBIX BJMAET Ha yposeHb anTnTea k JHK B
KpOBM. 3TO NpeACTaBUIIOCh HaM 0CODEHHO BaXKHBIM,
-nockonbKy red rhDNase 6bL1 KJIOHMpPOBaH u3 6ub-
amoTtexku nankpeatudeckoinn kIHK, cam cepmenT
CHUHTe3MpyeTCA KJIeTKAaMM AMYHMKA KMTAMCKOro X0-
MSAYKA C BHEAPEHHOM! B HMX MMOCJIE0BATEJILHOCTBIO
yenoBeyeckoro reda rhDNase I (Shak et al., 1990).

Hu y onHoro u3 6onbHBIX MCNBITYEMOI rpyIi-
nel aHaUIAKTUUECKUX peaKUui, KIUMHUYIECKM
3HauYMMOro OpoHXocna3Ma HaMyu OTMedeHO He
On1y0. HeskeNlaTeNbHYI0 peakumio B Bufe IOABJE-
HUSA OCUILJIOCTHM T0oJI0Ca AaJIM JULIL ABOe GOJBHBIX,
MpuyeM AaHHOe MODOYHOE HeCcTBUE IMOJHOCTLIO
MCUYe3JI0 cpa3y MocJjie OKOHYaHMA Kypca JIeYEHUS.

CpenHuit ypoBeHb Jorapudma TUTpPa CbIBO-
poToyHblx aHTuTed k JJHK no seyeHusa cocrasuin
log 1,31%0,054, a nocae neyerusa — log 1,35+0,06
(pa3nuua craTMCTM4YeCKH HefocToBepHa). Ham yna-
JI0Cb OTMETUTb, 4YTO Y 5 GOJBHBIX MPOM3OLLIO
MoHMKeHre TMTpa aHTuTel. ClenoBaTesbHO, UC-
nojyib3oBaHue IIynbMo3uma B JeYyeHMM OOJBHBIX
MYKOBMCUMIO30M He BJIMAET Ha UMMYHOKOMIETEH-
THble OpPraHbl OPraHM3Ma, 4YTO BHIPA3nJOCh B OT-
CyTCTBMM HapacTaHua TuTpa aHTMTes k JHK.

VccnepoBanue ummyHoreHHoct Ilysnbmosu-
Ma B peaKLiMM TOPMOXXeHMA MUTrpaLuy Jumdoum-
TOB He I10Ka3aJIo HaJMuyue IOJIOKUTEJILHON pe-
aKUuMM HU y onHoro OosnbHOro. B cpeanem y
6onbHEIX [0 NleyeHuA B KoHTpose PTMJI paBHs-
nace 19,03+2,58 MM, npu pobGaenenum Ilynbmo-
3UMa peaKuMa HEeCKOJIbKO 3aMelJIMNIach: Ha UeJib-
Hyo thDNase — 17,87%2,66 mm, Ha passeneHue

JULIE TEHAEHUMA K TOPMO>KEHMUIO
Murpaumm JmMMQOLMUTOB, OQHAKO pa3-
HMUA OKa3aJlach CTaTMCTMYECKM HENOCTOBEPHOM.

Takum obpasom, npumeHenue rhDNase xo-
POTKMM KyPCOM HE YBEeJMIMBAET PUCK MMMYHHBIX
peakLMit BCJEACTBME JledeHusa AaHHBIM Npernapa-
TOM, a Mcrnosab3oBaHue IlynbmMo3uMMa Mo MpoTO-
koxy 11 ¢pa3bl He OKka3bIBaeT CyIIECTBEHHOrO BJIM-
AHUA Ha npoduas GesonacHoctu rhDNase.

Buisopibl

1. MeTon onpeaesieHUA YaCTOTHI AbIXaHUS BO
BpeMs CHa OKa3aJICA BeCbMa HafleXHbIM criocobom
npeackasanus 060CTPeRMA PECAMPATOPHOr0 CUH-
IpoMa, KOTOPBIA y GOJIBHBIX MYKOBMCUMAO30M
NpOABJAETCA B BUAE BTOPUYHOM XPOHUHYECKON
nHeBMOHUM uau Gponxura. JaHHoe obcToATeNb-
CTBO OTKPLIBA€T NEPCNEKTHMBY €ro NpMMeHEeHUA
Npy IPYyrMX XpPoHUYecKux 3abosieBaHMAX OpraHoB
IBIXaHMA y JeTeif, conpoBoxialmxcsa 6porxo-
NyJbMOHAJIbHOM MH(eKuMen u Tpebyromwmx cBO-
eBpeMeHHO} aHTMOaKTepMaJIbHON Tepanuu.

2. Nayuenue Bausiuusa [lynasmoanma y Gonb-
HBIX MYKOBMCUMZO3OM I[I0Ka3aJl0 €ro BLICOKYIO
3¢ heKTUBHOCTL TIPM KOPOTKOM Kypce JieYeHus,
YTO BBIPA3UJIOCh B YJIyYLUEHUM XapaKTePUCTHK
MYKOLMJIMAPHOrO KJaupeHca, (OYHKUMM BHELUHe-
ro ObIXaHUA U KapAMOPeCnUPATOPHOM (byHKLMM.

3. Jleuenue 6osapubIX IIysIEMO3UMOM 1O NIPO-
Tokoay Il dha3b! He NPUBOAUT K KIMHUYECKMM I1PO-
ABJIGHUAM OCJIOXKHEHM, He yBeJMuUMBAET PUCK
MMMYHHbBIX PeaKlMit M He OKa3blBaeT CYIEeCTBeH-
HOTO BJIMAHMA Ha npoduib 6e30MacHOCTM 4eJso-
BedecKoit pekombunanTHoit JHKa3zsbl.
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