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YAK [616.24-003.4-004]-07-08

H.U.Kanpanos

VYCIIEXY Y1 TIPOBJIEMbBI B TMATHOCTUKE 1 TEYEHUHA
MYKOBHUCIITI03A B POCCUH
(10-netre PoccHIiCKOTO IIeHTPa MyKOBHCIMI032)

Meauko-reHeTHaecKuit HaydHsiil ientp PAMH, Mocksa

Myxkopucuuaos (MB) — yactoe MOHOreHHoe 3aboiie-
BaHHe, 0GYCJIOBJIEHHOE MyTal{ed reHa TpaHCMeMOpaHHOro
peryasitopa MB (MBTP), xapakrepusyioleecst opaxe-
HHEM 9K30KPHHHBIX JKeJle3 JKH3HEHHO BaXKHbIX OpraHoB
M CHCTEM M HMelollee OOBIYHO TsKejloe TeYeHHe H
TPOTHO3.

B pasBuUTBIX CTpaHax B MOCJEJHHE FOAbl OTMEYaeTCs
pocT yHciia 6oJbHBIX MB 1moapocTKOBOro, I0HOLIECKOTro
BO3DACTa H B3POCJIbIX, YTO CBHAETENLCTBYET O MOCTENeHHOM
ero TpaHcopmali H3 6esycsoBHO (haTanbHOro sadose-
BaHMSl JIETCKOTO BO3pacTa B XPOHHYECKYIO MaTOJIOTHIO
B3POCIIbIX.

MB siBiIsteTcs BaXKHOH MEIHKO-COLHANbHOM MPoBeMoH,
YTO CBfI3aHO C GOJILLIUMH MOPAJIbHEIMH, (PH3HUECKHMH H
MaTepHaJbHBIMH 3aTPAaTaMH CeMbH, OPraHOB 3paBOOXpa-
HeHHs! ¥ OOIIEeCTBA B LEJIOM Ha AMArHOCTHKY, JIeUeHHe,
peabUJMTALMIO H COLMAJbHYIO ajanTauuio GoibHbIX. B
Poccuu y Goutblieit yacti 6onbHeIX MB He uarHocTupyercst
HJIH IMarHOCTHPYETCsl MO3JAHO, HEPEAKO B 3amylIeHHOH
cTaguu 3abosieBaHHs. B Hauel cTpaHe YHMCJO AHAarHoc-
THpOBaHHBIX GosbHEIX MB He mnpesnimaer 1:100 000
HaceJIeHHsl, TOrJia KaK B HHAYCTPHAJIbHO Pa3BHTHIX CTpa-
nax Esponsl — 7:100 000, a 8 CIIIA — 8:100 000; npu
3TOM YHCJIO GOJIBHBIX, NEepeXXHBaloKX Bo3pacT 18 Jer,
B Poccun, He npessiaer 7%, B pasBUTHIX CTpaHax —
20%, a B CILIA — 32%.

MB — 3t0 npobJsiema, KoTopasi B IOCJEAHHE TOMbI
HaxonuT pelueHre B PP He TONbKO B paHHEH AMAarHOCTHKe,
JIeYeHHH, peabUIUTALKHH, HO U B HAYYHOM, y4eOHO-MeTo-
JIMYECKOM M OpraHH3allHOHHOM acleKTax.

B 1996 r. Hamu cosmectHo ¢ H.B.[lempogoii Gbuiu
NpoBe/ieHs! CleUUabHble HeCaeloBanks 1o yactote MB
B PoccHM M YCTaHOBJIEHO, YTO 3TO TsXKeJjoe 3abosieBaHHe
BeTpeyaercsi B PP 3HauMTeNbHO pexe, ueM B CTpaHax
3anaguoit Esponsl u Ceseproit Amepuky (1:12 300 Hoso-
POXKIEHHBIX).

Ten MBTP 6l usosupoBas B 1989 r. On comepXut
27 sk3oHoB, oxBarbiBaeT 250 000 map HyKJIEOTHAOB H
PAcIO/IOXKEH B CepeliHe JUIMHHOTO MJieya 7-# XpOMOCOMBL.
Ha ceropusiuisuit jeHb BeiesieHo Gosee 1000 myTaumi
reHa, OTBETCTBEHHBIX 3a pa3BuTHe cumntomoB MB. I1po-

BepeHHble B 1999—2000 rr. MyJibTHUEHTPOBLIE HCCJIE[0-
BaHHsl C ydacTHeM oTeuecTBeHHBIX yueHbsx (H.H.Kanpa-
nos, E.K.IT'unmep, B.C.Bapanos) oxsatuian 17 cTpan
LlenTpanbHoit 1 Bocrounoi EBpombl, Bkioyas Poccuio.
B pesysbTaTe 3THX HCCJIEIOBAHHH MpPeJIOXKeH CIHCOK H3
33 Ma)XKOpHBIX MyTaLMH, XapaKTepHbIX JUIS 3THX CTpaH.
Cpenu HEX HanGoJee yacTo BeTpevaiotes B Pocenn: AF508
(53,0%), CFTRdele 2,3 (21kb) (6,4%), N1303K (2,6 %),
2184insA (1,8%), 2143AT (1,8%), W1282X (1,9%),
G542X (2,0%), 3849+10kbC—T (1,9%), R334W (0,7%),
S1196X (0,7%). IMporpecc B reneTke MB oueHb BaxeH
He TOJNBKO B IEpPCNeKTHBE €ro reHHOH TepamHuu, HO H
BO3MOXXHOCTH TMEPBHYHOH NPOGUIAKTHKH, T.e. INpeny-
NpeXaeHusl poxaeHus: GonbHoro MB B mepcrneKkTHBHBIX
¥ MH(OPMATHBHBIX CEMbSX, YTO B HacTosllee BpeMs
MOXeT OHTb rapaHTupoBaHo B HuX B 100%- ciyuaes.
AddextuHas poponosasi JIHK-auarsoctHka ocyiect-
pasietcss B Mocke, Cankr-ITerepOypre. Kpome Toro,
6esycaoBHo, JIHK-o6ciienoBanne nomoraet B AudhepeH-
IMaJIbHOM IMAarHOCTHKE CJOXHBIX hopm MB.
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Puc.1. Kaprta pernoHanbHbix UEHTPOB NO AMArHOCTUKM U NIEYEHUIO MYKO-
BUCUMAO3A.
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HayuHble HccliefioBaHHS TpecyeayloT Lejb H3y4YeHHS
KOppeJsitiu reHoTtun / eHotun. B psme pabor 6buIO
MOKa3aHo, YTO HauboJlee TsKesasi i paHHSAS MaHHbecTalus
Habmmopaetcst y 6osbHbIX romosurot no AF508 (uacrora
KoTopoii B cpepHem no Poccuu cocrasaser 53%, a B
Mockse — 41%). BonbHEle — TOMO3SHIOTH MO OTCYT-
ctBuio AF508 — oTuiyaloTest HaHGOJBIIHM KIMHHYECKHM
NOJIMMOP(HH3MOM, T.e. HapsIAy C TSKeJNbIMH (hOpMaMH,
paHHel MaHH(ecTauuel W PaHHHM HeGJaronpHATHHIM
HCXOJIOM HaOJII0falOTCs OTHOCHTEJBHO OJIaronpHsATHbIE
¢opmbl GoJIe3HH, AHaTHOCTHPYEMbIE B CTaplUeM AeTCKOM
H MOAPOCTKOBOM BO3pacTax.

B 1998 r. HayaTa H OTHOCHTEJIBHO YCIEIUHO IPOBOIKTCS
(cmepxuBaer ¢uHaHCOBas CTOpPOHa) paGoTa MO TFeHHOI
HHXeHepHH MB coBMeCTHOH IpyNmoil y4eHbX H CIelH-
amicroB Mocksel U CankTt-IleTepGypra.

3a nocsieiH{e rofibl MpH aKTHBHOM y4acTuu Poccuiic-
Koro ueHTpa MB cospaHa ceTb M3 26 peruoHajJbHBIX
LIEHTPOB 10 AHArHOCTHKe M JeuyeHHlo MB He TosibKO B
Esponefickoit yactu Poccun, Ho u B Cubupu (Hosocu-
oupck, Omck, Mpkytek u np.) ¥ Ha JlaasHem BocToke
(BnagusocTok) (prc.1). CoBepieHCTBOBaHHE IHATHOCTHKH
H JieueOHO-peabHIMTAllHOHHBIX MEPOTIPUATHI NIPHBEJIO K
TOMY, 4TO onpefeJeHHass yacTb (Gosee 150 GosibHBIX)
NalMeHTOB CTaJH B3POCIBIMH. DTH GOJIbHBIE NIEPEAAIOTCS
B Mockse B uentp npu HUU nynemonomorun M3 PO
(pykoBomutens — akan. PAMH A.I Uyuanun). Cotpyn-
HHKH Poccuiickoro ueHtpa peryaspHo, 1—2 pasa B
Mecsill, BbIe3XKaloT B PerHOHAJbHbIE LEHTPhl JJIs YTEHHS
JIEKLHH, IPOBEJIEeHHs] CEMHHAPOB, a TAKXX€e KOHCYJIbTalHH
GoabHEIX ¢ MB H ¢ nonospenuem Ha MB. B pamkax stux
BCTPeY NPOBOAATCSH pabouHe COBELaHHsI C ry6epHaTOpaMH,
M3paMH M MEeIHMUMHCKOH OOLIeCTBEHHOCTBIO C ILEJbIO
TMOJIEPXKKH PabOThl PErHOHANbHBIX LEHTPOB, a TaKXke
YCKOPEHHS pelleHHs Bonpoca 0 GecryiaTHOM o6ecrneyeHu
60sbHEIX MB XH3HEHHO Ba)XHBIMM MeIHKaMEHTaMH.

CoTpynHHKH perHoHajbHbIX (MeXperHoHaNbHBIX) LieH-

TPOB IpHIJALIaloTCs Ha paboure Mecta B PoccHicKui’

LEHTp, a TaKXKe Ha CHMIIO3HYMBI, KOH(EPEHLIMH 110 aKTyaJlb-
HeIM Tpo6iaemam MB. B pa6orte 5-ro Haumonambroro
KoHrpecca nno MB, B pamkax 10-ro koHrpecca 1o sa6oue-
BaHHSAM OpraHoB ApixaHusi (Hosi6ps, 2000 r., Cankr-ITerep-
Oypr) npuHsIM yuacTye Gosee 150 Bpaueii H CreHaIuCTOB
u3 23 peruoHoB Poccuu.

Cuieftyer oTMETHTB, 4TO paboTa CYIECTBYIOIUMX LIEHTPOB
TNIPOBOIMTCS TIPH aKTHBHOM COTPYAHHYECTBE OGIIECTBEHHBIX
opraHusauui (accouuaumii), poxuresei fereii, GOMbHBIX
MB, u B3poc/bIX GOJNBHEIX 3THM 3a60JIeBaHHEM, YHCJIO
KOTOPHIX pacTeT W3 rofa B rofi, 6Jarofapsi yJaydueHHIo
AMarHOCTHKH, a TaKXe NMOCTOAHHOMY COBEpILIEHCTBOBAHHIO
JieyeOHO-peabHIMTallHOHHBIX PEXXHMOB.

3a nocsepnue 10 ser coTpymHukamu Poccuiickoro
uentpa MB u PIIKB ony6aukoBanbl Gosee 200 HayuHBIX
paboT, B TOM YHCJIE H 32 Dy6eXXoM, BBITYLIEHB! MOHOTrpadHsl,
4 MeTo;MYEeCKHX PEKOMEHJAUMH H MOCOGHH st Bpayeil
¥ POJIUTEJIeH; 3allMILEeHbl 3 JOKTOPCKHX U 12 KaHAHAaTCKHUX
AuccepTauMi MOJ PYKOBOACTBOM COTPYAHHKOB LEHTpa.

Kak ykaswiBasioch BbIlle, MOATOTOBJEHA H Npe/CTaBleHa
B M3 P® “Haumonanbhas nporpamma no MB”, npecie-

Aylolasi Lejib COBEpIIeHCTBOBAHHE AWATHOCTHKH 3TOrO
3a60JIeBaHHsl, JIeYeHHsT M NMPO(DHUIAKTHKH Ha MeCTax.

Kpome Toro, paspa6oTtansl “CranfapTsl” JHarHOCTHKH,
JIeYeHHsl, peabWJIMTALWH JIsi pPErHoHaJbHBIX LEHTPOB
MB, onoGpeHHble paGoueii Tpymmod OTeYECTBEHHBIX H
3apy6exXHBIX KcnepToB B okTs6pe 1998 r.

Jleuenne, peaGHIHTALHS U MEMKO-COLMAIbHAS alallTa-
uus 6obHEIX MB siBJIsleTCst BaXKHOM 3aja4yeit pakTHyec-
Koro 3apaBooxpaHeHus. JletH, GosbHeie MB, sBasioTcs
MHBAMIAMH C POXJAEHHS M HYXJAIOTCS B MOCTOSIHHOM
oreKe CO CTOPOHBI Bpauel W pOAMTENEH.

B crpanax 3ananuoit EBponet u CLIIA Bpaus 10CTHIIH
3HAYHTEJbHBIX YCIIeX0B B JieyeHHH MB 6i1aropapst panHeMy
JMarHOCTHPOBAHHIO H Hayally MOJNHOLEHHOH Tepanuu. MB,
KaK HHKaKoe Jpyroe reHeTHYecKoe 3aboJIeBaHKe, ONAETC s
MeJHKaMEeHTO3HOH KOpPpPEeKIMH.

Pannue JieroyHsle H3MeHEHHsI OOGBIUHO MOSIBJASIOTCS
nocie 5—7 HeJl XH3HH peGeHKa B BHJe THNEPTPOPHH
OpOHXHAJIbHBIX CJHM3HCTHIX JKeJle3 W THIepIia3ii 60Kallo-
BHJIHBIX KJIeTOK. Pe3ysbTaToM 3THX paHHMX H3MEHEeHHH
ABJIsIeTC 0OTYpalKst TepH(PEPHUECKHX JBIXATEIbHBIX My TEH.
Bsisku#i 6pOHXHANbHBEIH CEKPET, MPeACTABAAIOIINE COB0H
OYeHb KOHLEHTPHPOBAHHBIH NepeHachIeHHBIH pacTBOp,
TOPMO3HUT JBHXKEHHE PECHHYEK SMHUTEJHSI GPOHXOB, a ero
KOMIIOHEHTBI JIETKO BHIMAfaloT B ocafok. B pesyibrate
HapylaeTcsi MeXaHH3M CaMOOYHIUEHHSI GPOHXOB, 4YTO
CrOCO6CTBYeT POCTY MATOreHHOH (JIOPH M Pa3BHUTHIO
BOCMa/ieHusl, 6pOHXHONUTA U OpoHXHTA. B TeueHue 1-ro
rofia XKM3HH MJIM TO3/IHe., YacTO IoC/Ie BUPYCHOH HHAEKIMH,
CHHXKaomeH 3()(EeKTHBHOCTb JIOKaJbHEIX MEXaHH3MOB
NPOTHBOMHKPOGHOH 3alllUThi, B HHXKHHE OTHEJHl pecrHpa-
TOPHOTO TPaKTa MPOHHKAeT 60JIbIIOe KOJIHYECTBO Pas/ny-
HBIX MaTOreHHBIX MHKpoopraHHamoB. Hau6osee pacrpo-
CTpaHeHHHIMH sBAsIOTCH Staphilococcus aureus (St.
aur.), Haemophileus influenzae (H. infl.) u Pseudomonas
aeruginosa (Ps. aer.) — MyKOMIHBIA H HEMYKOHIHbIH
wrammbl. B nocnesnee Bpemst Bospocsa posb Burkhol-
deria cepacia (B. cep.), XapakTepusyomascs NOJHPesHC-
TEHTHOCTBIO K aHTHOHOTHKAM.

Bocnasienyie npHBOAKT B CBOIO OYEPE/ib K OTEKY CIH3HCTOH,
BTOPHYHOMY OpOHXOCNasMy H YMEHBLIEHHIO MpOCBeTa
OpOHXOB, a TaKXe K YBEJHYEHHIO NPOAYKUHMH BSI3KOTO
GpOHXHA/ILHOTO CeKpeTa, KOTOPhIM HaKAIJIMBAeTCs BCJEN-
CTBHE 3aMEJI/IEHHOT0 OTTOKA H BBI3BIBAET 3aKYIOPKY GPOHXOB
CJ/IHSHCTO-THOMHBIMH Npo6Kkamu. Takum o6pasoM, MyKOIH-
JIHAPHBIH KIHPEHC MPOTPECCHBHO YXYALIAETCS W BO3HH-
KaeT “OopOYHbIH Kpyr” GPOHXHANbHOH o6cTpyKumH. I1pu
OTCYTCTBHH aJIEKBaTHOH TepanuH y GOJIBHBIX pa3BHBaeTcCst
XPOHHYECKHH C YAaCTHIMH PeLMAHBAMH GPOHXOJIEroyHbIH
NpOLECC C IMOCTENeHHBIM pa3BUTHEM JbIXaTeJbHOH H
Cep/IeYHOH HeJlocTaTOuHOCTH. Bes sieueHus: npomomxu-
TEJBHOCTh JXKH3HH GOJBHBIX C JIETOYHBHIM CEpALEM He
NpeBHILIaeT 2 JeT.

Jleuenue 60/bHBEIX MB npeanoyTHTeNbHO MPOBOMHTH
B CleLHaIH3HPOBAHHBIX LIEHTPAX, Iie paboTaloT ONBITHHIE
MeIuUMHCKHe paboTHHKH. Tepanns MB He orpaHnyuBaetcs
paMKaMH MeIHKaMeHTO3HOTo JiedeHHs: 6obHBEIM MB Tpe-
GyeTcst KOMIUIEKCHast MEIWLIMHCKAS! TIOMOLLb [IPH AKTHBHOM
y4acTHH He TOJIbKO Bpayel, HO H MENMLHMHCKHX cecTep,
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Bpems, Mec
p<0,001 p<0,05
[] Mocksa CayTreMnToH

Puc.2. CpaBHeHue BECOPOCTOBLIX Nokasartenei 60nbHbIX MyKOBUCUMA030M
nereir ua Mockesl u Caytremntona (BenukoGpuranusa) Ha ¢doHe npuema
npenapara KPEOH.

JIHETOJIOrOB, (pH3HOTEpPaNeBTOB, NCHXOJOIOB U COLUA/b-
HBIX paOOTHHKOB.

OcHOBO¥ TepamnuH SBJSIOTCS B HACTOSIIIEE BpeMsT MUK-
pocepruecKre NMaHKpeaTHUYeCKHe (hepMEHTHI, MO3BOJISIO-
1LIHe CKOPPEKTHPOBATh HMeloLHiics y 6ombHEIX MB cuaipom
ManbabcopOLMH ¥ HOpPMalM30BaTh (PHU3HYECKHH CTaTyc
(puc.2). Kypchl aHTHOaKTepHaIbHOM Tepanii Ha3HAYaIoTCs
peryJsipHo Ajisi 60pbObl ¢ OPOHXOJIErOYHOM HH(eKUueH.
AHTHOHOTHKH BBIOHPAIOTCS B 3aBHCHMOCTH OT KOHKPETHBIX
MPHYHHHO-3HAYUMBIX BO3OyauTeNeH HH(EKIHH, Onpeaes-
eMBbIX ITyTeM aHaJIi3a MUKPOOHOrO Iel3aXka 6pOHXHAILHOrO
cekpera GosbHoro (taba.l,2).

B Hawe# KJIMHHKeE B TeUeHHeE MOCIEHHX 2 JIET YCHELIHO
npumeHsuics npenapar “Uedenum” (Makcunum) GpupMel
“Bristol-Myers Squibb” (CIIIA) — aHTHOHOTHK U3 IPYIIIILI
nedanocnopuoB IV moxomnenus. Ero nmpumensim y 23
(39 xypcoB) 6oabrbix (B Bospacte oT 4 no 14 zer) c
XPOHHYECKOH KOJIOHH3AaLHeH CHHETHOWHOH MaJIouKH H

Tabnuuya 1

AHTUOMOTUKM, NPUMEHsieMble Y G0oMbHbIX MYKOBMCLMA030M NPy BbiceBe U3 6poHxuanbHoro cekpera St.aureus u H.influenzae

AHTUOMOTUK | Josa ana pereid, cyr Jlo3a ans 83pOCALIX, CYT MNyTb BBEACHURA “Yucno npuemoe B AeHb
Mpodunakrnyecku Unu Npu HeTsXXenoMm obocTpeHnyu GPOHXONEeroYHoro npouecca
Amoxicillin 50—100 mr/xr 1r 4 pasa BHyTpb 3—4 paza
Azitromycin Bonbwe 6 mec — 10 mr/kr 500 mr 1 pas B —— 1 pas 3—5 axen
156—25 kr — 200 mr TeyeHue 3 gHen
26—35 kr — 300 mr
36—45 kr — 400 mr
Cefaclor Jo 1 roga — 125 mr 3 pasa 500 mr 3 pasa —"— 3 pasa
1—7netr — 250 mr 3 pasa
Bonbwe 7 net — 500 mr 3 pasa
Cefixime 6 mec — 1 rog — 75 mr 400 mr B AeHb —"— 1—2 pasa
1—4 ropa —100 mr
5—10 netr — 200 mr
11—12 net — 300 mr
Claritromycin MeHblue 8 kr — 7,5 Mr 2 pasa 500 mr 2 pasa —"— 2 pasa
1—2r — 62,5 mMr 2 pasa
3—6 net — 125 mr 2 pasa
7—9 ner — 187,5 mr 2 pasa
Bonbwe 10 net — 250 mr 2 pasa
Clindamycin 20—30 Mr/kr B CyTKu 600 Mr 4 pasa —"— 3—4 pasa
Co-trimoxazole 6 Hepg, — 5 mec — 120 mr 2 pasa 960 mr 2 pasa —"— 2 pasa
6 mec — 5 net — 240 mr 2 pasa
6—12 net — 480 mr 2 pasa
Mpwu Tsxenon nHdekunm BO3MOXHO
ysenuyeHue no3bl Ha 50%
Erytromycin 30—50 mr/kr 1r2pa3sa =" 2—4 pasa
Oxacillin 100 mr/kr 2 r 3—4 pasa —"— 4 pasa
Flucloxacillin 50—100 mr/kr 1r4pasa —"— 3—4 pasa
Rifampicin 10—20 0,6—1,2r B AeHb B —"— 1—2 pasa
2—4 npuema
Sodium Fusidat 40—60 mr/kr 0,75 r 3 pasa —"— 3 pasa
Mpu Tsxenom obocTpeHnn GPOHXONEro4yHOro npouecca
Flucloxacillin 100 mr/kr 1—2r 4 pasa BHyTpuBEHHO 3—4 pasa
Ceftriaxone 50—80 mr/kr 4 r B peHb BHYTPUMBbILLEYHO 1—2 pasa
LledanocnopuHoBbie aHTUGUOTUKU 1—2-r0 NOKONEeHUs
A1 BHYTPUMBILIEYHOrOo U BHYTPMBEHHOrO BBEEHUS B MaKCMMaJbHbIX BO3PaCTHLIX [03aX
Vancomycin 40 mr/xr B 4 BBEAEHUA 1r2pa3sa BHyTprBeHHO 2—4 pasa
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Tabnunuya 2

AHTUGMOTUKM, NPUMEHsieMble Y GONbHBIX MYKOBUCLMA030M Npy BbiceBe U3 GpoHXuansHoro cekpeta P.aeruginosa

AHTHBMOTHK Josa ana peren, cyr | Jlo3a ansa 83pocnbix, CyT Myre ssenexmnsn Yucno npuemos B AeHbL
Amikacin 30—35 mr/kr 350—450 mr 2 pasza B/s 2—3
KoHueHTpauus B cbiBopoTke KpoBu Yepea 1 4 nocne BBeaeHus He Gonee 30 MKr/Mn

Gentamicin 8—12 mr/kr 10 mr/kr B/B 1—2—-3
Tobramycin KoHueHTpaums B cbiBopoTKe KpoBw Yepes 1 yac nocne seeaeHus 3—4 no3bl He Gonee 10—12 MKr/Mn
Ciprofloxacin 15—40 mr/kr 1,5—2r BHyTpb 2

10 mr/kr 400 mr 2 pasa B AeHb B/B 2
Ceftazidime 150—300 mr/kr B aeHb 6—9r B/s 2—3
Cefepime 150 mr/kr 6r B/s 3
Piperacillin 200—300 mr/kr 12—16r B/s 3
Piperacillin/Tazobactam B/s
Ticarcillin 200—400 mr/kr 12—16r B/s 4
Azlocillin 300 mr/kr 15r B/s 3—4
Carbenicillin 500 mr/kr B/s 4
Aztreonam 150—250 mr/kr 8 r/cyT B/s 4
Imipenem 50—75 mr/kr 2—4 r/cyr B/s 3—4
Meropenem 60—120 mr/kr 3—6 r/cyr B/s 3
Colomycin 50 Tbic EQ/Kr 2 mnH E[] 3 pasa B/B 3

MpumMeyaHue. B/B— BHYTPUBEHHO.

TSXKEJNbIM H CPeAHeTsDKeNbM TedeHHeM MB B nmepuons!
0GoCTpeHHH GPOHXOJIEroYHoro mpouecca. MakcHIUM MpH-
MEHSJIE KaK B MOHOTepanHH, Tak H B KOMOWHAUMH C
AMHHOIVIHKO3HJaMH. ¥ BceX GOJIbHBIX, B TOM YHCJE H Y
12 6obHBIX NPH MOBTOPHBIX Kypeax, MOJYYeH OTYETIHBHIH
KJIMHHYECKHH 3(dexT yxe Ha 5—6-H JileHb OT Hayaja
TepaniH B BHAE YJy4YlleHHS (YHKUHOHANBHEIX MHpo6
(PBJI, TIPM, carypauusi KHCIOPOAA) M KIHHUYECKHX
NoKasareJiel: TeMnepaTypHasi peakiusi, OfbllIKa, XapaK-
Tep Kallisi  MOKPOTHI, (PH3HKaJIbHbIE JaHHbIE, IHHAMHKA
BECOPOCTOBOTO HHJEKCa H [p.

[Ipenapar “Meponem” (Meponenem) ¢pupmu “Astra-
Zeneca” (BennkoGpuTanHs) 3apeKoMeHA0BaJ ce6si Kak
HOBBIH BBICOKOAKTHBHBIH AHTHOHOTHK H NPHMEHSJICS Y
TsKeqbIX 60bHbIX (PIKEJI<40% ) u B cayyasx Heapdek-
THBHOCTH TPaJMUMOHHBIX aHTHOHOTHKOB B KayecTBe MO-
HoTepanuu. MepoHeM BBOIHJIM B pa3oBoii noze 20—40
Mr/Kr B 3 pasa BHYTPHBEHHO KaneJbHo. Bhio npoBesieHo
26 KkypcoB y 22 GosbHBIX B BospacTe oT 6 1o 16 qet. [Tpu
STOM He ObIJIO BHISIBJIEHO MOGOYHBIX 3()(EKTOB HIH CTy4YaeB
HENepeHOCHMOCTH Ipenapara. ¥ BceX AeTell oTMeYeHbl
yayuueHHe (PH3HKaIbHON KapTHHEI B JIETKHX, KyIHpOBaHHe
CHMIITOMOB HHTOKCHKALIMH, JOCTOBEPHOE MOBLILIEHHE MO-
KasareJiedl yHKUHH BHELIHero AbiXxaHus (Kak o6GbeMHbIX,
TaK W CKOPOCTHBIX) B cpefiHeM Ha 15%6% 0T HCXOmHBIX
uuop.

Hast ob6sieruenns aBaKyalnH U3 JIETKHX TYCTOro BSI3KOro
CeKpeTa B MojaBJisiiollieM GOJIbIIMHCTBE perHoHoB Poccuu
NPUMEHSIOTCS OOBIUHBIE MYKOJIMTHYECKHE cpefcTBa (ale-
THALMCTeHH, 1—3% pacTBop noBapeHHOI CoMH, aMGPOK-
COJITHAPOXJIOPHL M JIP.), KOTOpbie, OfHAKO, He MOKa3aJH
BBICOKOH 3()()eKTHBHOCTH B Pa3KHIKEHHH MOKPOTHL.

Ha Poccuiickom peiike 2 rona Hasaj NOSIBHJCS NPHH-
UHITHAJILHO HOBBIH, He HMEIONIHE aHAJIOroB, MYKOJIHTHYECKHIT
npenapat “ITysbMosum” (peKoMGMHAHTHASI YesioBeYecKast
JHKaza), KoTOpbIit 1aeT BbIpaXKeHHBIH MYKOMHTHYECKHI 1
NPOTHBOBOCNIANHTE/bHBIA 3 dekT. Hamu kauHuKoDyHK-
LHOHaJIbHBle Hab/moieHHs 3a 60 GOJIbHBIMH, MOMyYaIONIH-
MH MyJIbMO3HM, J0Ka3aJiH ero BBICOKYIO 3()(heKTHBHOCTS.
Y Hux cHusunach (Ha 29%) uactoTa pecnMpaTOpHBIX
SMH30/10B, YMEHBLUIHJIHCh TSXKECTh TeUEHHsT GPOHXOJErOUHBIX
00GOCTpeHHH, 4acToTa M AJUTENbHOCTb FOCIHTANM3ALHE
H KYPCOB aHTHOaKTepHaNbHOH Tepanuu. OTMeUeHO KJIH-
HHYECKH 3HaYHMOe yBeJIMYeHHe BeCOPOCTOBOro HHAeKca
Ha 7%, yaydwenue nokasareneii GXKEJ u ODB; Ha 4
H 3% COOTBETCTBEHHO, TIPH HX €3KETONHOM ECTECTBEHHOM
cHWXeHHH Ha 4—6%. Ha ¢one Tepanuu MyJIbMO3HMOM
CHH3HJIaCh CTeNneHb OGCeMeHeHMst MOKPOTH Sf.aur. W
P.aerug.

B 1998 r. B Mockse npukasom Ne 636 or 03.12.1998
r. “O6 obecreyeHHH JIeKapCTBEHHBIMH CPEICTBAMH JeTell,
GONHBIX MYKOBHCLHIO30M, H HX PEaGHJMTAlHH B YCJIO-
BHAX JI€TCKHX TFOPOJICKHX MOJHUKJIHHHK” Obljla BBEleHa B
JIeHCTBHE NporpaMma 1o peabHJIHTALHH 1 JIEKapCTBEHHOMY
obecneyennio GoubHpIx MB. Ha ocHoBaHMM 3TOr0 nprKasa
99 GombHBIX MOCKBBEI MOMYYAIOT MO GECMAATHHIM peuern-
TaM JKU3HEHHO HEOOXOAMMbIE JIeKaPCTBEHHbIE MPEnapaThl:
AHTHOHOTHKH, MYKOJIMTHKH, MHKpoChepuueckue qepMeHTs!
TNOJKEJYIOYHOH KeJle3bl, FelaToNpOTeKTOPhI, BATAMUHBI,

Jetr HaxonATCs Ha aKTHBHOM JMCIIAHCEPHOM HabJio-
AeHuu: 4 pasa B rOJ ‘NPOBONATCS IJIAHOBBIE OCMOTPHI
GOJIBHBIX 1O MPOTOKOJY.

B sanaun Bpaua npu am6ynaTopHOM NpHeMme BXOAHT
KOpPEeKLHs NMPOBOAHMOH TepanHH, pelleHHe Borpoca o
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HEeoOXOMMMOCTH TOCIIMTANH3ALMH U TIPOBE/IEHHS] BHYTPHBEH-
HOH aHTHOMOTHKOTEpamHH Ha jomy. | pa3 B rox Bce
GoJIbHbIE IPOXOAAT YrayGJeHHbIH OCMOTP 1O MPOTOKOJY.
K npeumyiectBaM aKTHBHOIO CHCTEMATHYECKOro HaOJIOIEH S
B aMOYJIaTOPHBIX YCJIOBHUSX CJIEAYeT OTHECTH ICHXOJIOTH-
yeckue (ynoGeTBO 151 GOMLHOTO M CeMBH), KIMHHYecKHe (Bo
MHOTHX CJIy4asix yaeTcsi H36exarTh TSKeJblX 060CTPEeHHH,
CBSI3aHHBIX C MEPEKPECTHOH U CyNepHHpEKLUHeH) 1 SKOHO-
MHYecKkue (paKTOpHL.

C 1996 r. B Hawel KJIHHHMKE CTajJd IPAKTHKOBATH
CTallMOHaP3aMeLIAIOIILYI0 TEXHOJIOTHIO — IPOBE/IeHHe BHYTPH-
BEHHOH aHTHOAKTepHaJIbHON TepaluH Ha JIOMY JJIst GOJIbHBIX
MB MocKBHI.

B Hacrosimiee BpeMsi cxema JieueHHs: 60ibHBIX MB B
MocKBe BKJIIOYAeT MOCTOSTHHBIA NPHeM MaHKpeaTHYeCKHUX
muKpochepuueckux depmentos (kpeon — 90%, naHauTpar
— 10%), exxe/iHeBHbIe MHrAIALUHH TyabMo3uMa (69 GOBHBIX
B BO3pacTe cTapuie 5 JieT, COCOOHBIX aKTHBHO HHIaJIH-
poBaTh Mpenapar), HHraslHH aHTHOHOTHKOB (reHTamu-
LIMH), IpHeM MyKOMHUTHKOB (aM6pokcod, N-aueTHIIHCTeHH
06BIYHO B MepHON 060CTpeHHs), NpoBefieHHe 2—3 pasa
B roji 2—3-HeJleJbHBIX KypCOB BHYTPHBEHHOH aHTHOHO-
TUKOTEpaNHH JEeTSIM C XPOHHYECKOH CHHErHOMHOH HH{peK-
LMed, MOCTOSIHHBIH IIPHeM renaTonpoTekTopos (ypcocaH),
npYeM BHTAMHHOB (MOJIMBHTAMHHBI C MHKpO3JEMEHTaMH+
)upopacTBopumble Butamutbl A, I, E), kunesnutepanus,
(hu3uUecKue yrpaXKHeHHsl, CIIOpT, JiedeHHe ocJIoxKHeHnH MB.

OclI0KHEHUS] U MX BO3MOKHAS Tepanust

Hasanvrole noaunst: TATMYHOE OCJIOXKHEHHe pH MB,
yacTo mnpoTeKaiollee GeccumnToMHo. IIpH HasanbHOH
0OCTPYKLMH [OKa3aHB Ha3ajbHble HHTaJSLHH CTepOH-
J0B. XHpypruyeckoe BMeEIIATeJIbCTBO B OOJBLIMHCTBE
CJyyaeB He MOKa3aHO M3-32 YACTHIX PEeLHIHBOB.

[Thesmomopakc: 3MprU3eMaTO3HOE B3y THE JIETKHX MOXKET
COTIPOBOXKAATHCSI THEBMOTOPAKCOM, 3HAUUTEJILHO YTSXKe-
JISTIOLLIMM TTPOSIBJIEHHS JIETOYHOH HeflocTaTouHOCTH. Kak u
IpH Apyrux opMax MHEBMOTOPAKCa, [OKa3aHa aclHpauHs
BO3JyXa M3 IJIEBPaJbHOH LIEJH U MexXpebepHoe ApeHH-
poBaHue. [Ipn peluauBax MOXXHO BBOIHTH CKJIEPO3HPYIOIIHE
BEllleCTBA B IJIEBPAJIbHYIO IeJb, OJHAKO NpPHMEHEHHE
3TOr0 METOJA MOJHOCTBIO HCKJIOYaeT BO3MOXKHOCTB Jie-
TOYHOH TpaHCIJIAaHTALKH B OyAyLIeM.

Kposomeuenue: kxpoBoxapKaHbe WM HeGosblioe (He
Gonee 20 MJ B CyTKHM) KpOBOTEYeHHe, KOTOPOE 4acTo
HaOJroiaeTcst TpU OPOHXOIKTA3USX, XOTH U MyraeT nauu-
€HTOB, HE TMPHUBOMUT K CEPbe3HbIM OCJIOXKHEHHAM. DKCT-
peHHasi MeHLHHCKAast MOMOILb TpebyeTcsl NpPH SMH30/H-
YecKHX OOMJBHBIX KpoBoTeueHHsX (250 mu u Gosee B
CYTKH) B pe3yJibTaTe pa3phiBOB BaDHKO3HO-PaCIIHPEeHHBIX
KoJuIaTepasbHbIX GPOHXHAJBHBIX KPOBEHOCHBIX COCY/OB.
3aTpyaHEHHs ¢ JoKalH3alHed HCTOUHHKA KPOBOTEUEHHS
MOT'YT BO3HHKATh IIPH HEBO3MOXXHOCTH KOHTPACTHOH pa-
auorpadui. B crienyanusypoBaHHBIX LEHTPaX ¢ MOMOLIbIO
KOHTPACTHOH pajHorpaduH NMPOBOAHTCH 3MOOJH3ANUHMS H
OKKJIIO3US TIOBPEXAEHHOro cocyna. Ecin 3TOT MeTox He
3¢hheKTHBEH HJIM HEJIOCTYIIEH, NI0Kas3aHa XHpyprudyeckas
onepanys ¢ HaJOXEeHHEeM JIMraTypul H, 10 HeOOXOAHMOCTH,
HCCeYeHHeM MOPaKeHHOro CerMeHTa HJIH JI0JH.

lacmpoasogazearvrvlii pegharokc: HacToe OCI0KHEHHE
MB, KoTopoe MOXKET CTaTh NPUYHHOH HH(EKIHOHHOrO
NOpa)KEHHs JIETKUX WJIM PasBUTLCS Ha (oHe MH(EKUHH.
B TsxKeabIX ciy4asiX NPOTHBOMOKA3aH MOCTYPaJbHBIH
JPEHaX W Has3HAyaloTCsl NPOKWHETHYECKHe Mpenaparsl,
Takue Kak uusanpuf (ta6u.3).

Ilu3anpun HOJKEH HasHayaThCsl C OCTOPOXKHOCTBIO,
0COOEHHO B3POCJILIM GOJIBHEIM, Y KOTOPBIX HMEeTCs yBeJH-
yenne QT-untepBana no panubiM IKI'. Ciienyer caenuTs,
yTOObl LM3aNpHj He Ha3HayaJcsl MalHeHTaM, MoJjyyalo-
M 3PUTPOMHLIMH HJIM HTPAKOHA30J1, KOTOPBIE JOBOJIBHO
IIKPOKO MpUMeHsIoTes y 60sbHBIX MB.

Bapuxosno-pacuupentole 8ensvt nuuiesoda: Bo BpeMs
SHIOCKOMHYECKUX HJIH PafMOJIOTHYECKHX HCCeloBaHUH
y GOJNBHBIX C BBIPAXKEHHBIMH 3a00JIEBAHHSIMH TEYeHH
YacTO BBISIBJISIOTCS] BAPHKO3HO-PACIIMPEHHBIE BEHbI MHLIe-
Boia. OHH MOTYT OCTaBaThCsl 6€CCUMNTOMHBIMH Ha Mpo-
TSDKEHHH BCeH JKM3HH nauueHTa. B ciryyae kpoBoTeyeHHs
TIOKa3aHO 3HJIOCKOMHYECKOoe CKJIEpO3HpOBaHHe C Iocie-
AylolLleH 3JIeKTHBHOW Tepamnuen.

Xosearumuas: 4dacToe OCJOXHeHHe Y GojbHbix MB,
06BIYHO NpoTeKalolee 6eCCUMIITOMHO H B TaKUX CJydasiX
He Tpebylollee TepaneBTHYECKOro BMellaresabcTBa. [Ipu
HEOOXOAMMOCTH XHPYPrHUeCKOro BMeLIaTeNbCTBa Mpef-
TIOYTHTEJIBHBI JIaNTapOCKOMHYEeCKHE METOAMKH, CONPOBOX-
JaolKecs: MHHUMaNbHEIMA (B OTJIHYHME OT MOJOCTHBIX
omnepalyii) NoceonepalioHHEIMH OCJIOXKHEHHSIMH CO CTO-
POHBI OPOHXOJIErOYHOH CHCTEMBI.

Caxaproui Quabem: OTHOCHTCS K TO3JHUM OCJIOXKHEHHSM
SKCTEHCHBHOTO pa3pyIIeHHs] MapeHXUMbl MOIKeJyN04YHON
Kenessl ipy MB. CaxapHmit nuabet Buspisiercs y 20%
B3pocsbix GosmbHEIX MB. PasButhe caxapHoro nuabera
MOXeT ObITh CIIPOBOLIKPOBAHO CTEPOMIHOH Tepanued WiIu
BbICOKOKAJIOpHHHOH nuiel. KiuHHYecKHe NpOsIBNEHHS TH-

Tabnuuya 3

Tepanus ractpoa3zodareansHoro pedniokca

pynna I Hassarnve I Cnocob npumMeHeHna
AnTauupbl
MarHuin- n anioMuHUIR- laBuckoH, 1—2 naketuka (Tabnetku)
coaepxawme Maanokc 4 pasa B fieHb
H2-ructammHo- Panutnaun 5—6 no 10 mr/kr B
6nokaTopsl (3aHTaK) CYTKU

damotnamd  10—20—40 Mr B CyTKM,

(kBamaren) 2 pasa B AeHb
MHrubutopbl NPOTOH- Omenpason 1 Mr/Kr B CyTKM,
HOW NOMMbI (nocek) 0AHOKPaTHO
(no 20 mr B cyTKM)
MpokuHeTukun
MeTtoknonpamup, Llepykan, 5—10 mr 3 pasa B aeHb
pernas

JdomnepuaoH MoTtunuym 0,25 mr/kr B CyTKM

(a0 5—10 mr)
3—4 pasa B AeHb

Mosbiwaoume ToOHyC
racTpoasodareansHoro chuHkrepa

Mepuctun, OT 0,2 Mr/kr B CYTKM 0
koopavHakce 10 mr 3—4 pasa B AeHb

Uusanpup,
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Puc.3. Cxema neuenus nerovHoro cepaua y 60nbHbIX MyKOBUCLMA03OM.

NHYHBL IS MabeTa — JKaXkha, NMOJHYPHS, TONHAMIICHS,
CHHXKEHHE MacChl TeJla, 3a HCKJIOYEHHEeM KeTo3a, KOTOpHIH
npu MB Bctpevaercsi peako. Hecmotpsi Ha apdekTHB-
HOCTb OpaJIbHbIX THIIONIHKEMHYECKHX CPEACTB Ha NMepBhIX
JTanax repanuu auabera npu MB Heo6X0onHMO HasHAUYEHHE
HHCYJIMHOTEPAIHH.

Xporuueckoe aezouroe cepiye pasBUBaeTCst Ha OTHATICHHBIX
sTanax sabosieBanus Jerkux npu MB. Hamu Boinesnens 3
CTajiiH JIErOYHOro cepaua: gopmupyoleecsi, chopMHpoO-
BaHHOe (KOMIEHCHPOBaHHOE), IeKOMIEeHCHPOBAHHOE Jle-
rouyHoe cepaue.

Tepanus nerounoro cepaua npu MB cocrout us 3
OCHOBHBIX yacTeil (puc.3).

K HasHaueHHIO CepJieYHBIX INIMKO3HIOB, OCOGEHHO K
JIUTOKCHHY, CJIeyeT OTHOCHTBCS C OCTOPOXKHOCTBHIO. Y
6o/1bHEIX MB ¢ XpOHHYECKHM JIeKOMITeHCHPOBaHHBIM JIEroy-
HBIM cepAiieM Ha )OoHe XPOHHYECKOH THIIOKCEMHH, THIIep-
KanH{K W allMl03a YacTO Pa3BHUBAETCS apUHTMHS U BO3HH-
KaeT MOBBLILIEHHBIH PHCK IMTHTAJHCHOM HEelepeHOCHMOCTH.

JluypeTHKH, HasHayaeMble JJIMTENBHO B HeOOJBLIHX
no3ax (2—4 mr/xr/cyt), KaloT XOpOuIHil TepaneBTHYECKHI
sdext. CnHpPOHONAKTOH MOXKHO COYETaTh ¢ (hYPOCEMHIOM
HJIH YPETHTOM.

Hauu na6umioieHHst CBHIETENBCTBYIOT O CTaOUIH3ALHH
COCTOSIHHSA Y GOJLIIMHCTBA GOJIbHBIX, TEHAEHIUHH K YJIyu-
meHHIo nokasartesed OB 1 yMeHbIIEHHIO YacTOTH 060-
CTPeHHH GPOHXOJIErOYHOro Mpolecca y psfa 6osbHbIX. B
Mockse ysesuumiics npoueHT (26) GonbHbix MB crapiue
18 ner (B Poccuu 7%), a TakkKe CHH3HJIOCH YHCJIO
JIeTaJIbHBIX HCXOJ0B 3a nocaenHu#H nepuol. Ecau panbiie
KOJIMYECTBO YMEpLIHX AOCTHrano 3—4 ciyyaeB B rofi, B
nocsenHue 2 rona — 1 GosbHOM B rofl. BaXxHo 3aMeTHTH,
YTO CHHXXEHHE YaCTOThl PeCTHPATOPHBIX SMH30[0B COOTBET-
CTBEHHO BeJIeT K YMEHbIIEHHIO PacX0la aHTHOHOTHKOB.

O6uapyxenue rena MB npuBesio K BCIJIECKY SHTY3H-
asMa, CBfI3aHHOTO C BO3MOXHOCTbIO €ro FeHHOM Teparnuy.
By u3yueHs! pasnyHble MyTH NEpPeHoCa HOPMAIbHOTO
reHa MB B K/IeTKH JIerKMX: aleHOBUDPYCHI, alleHOACCOLH-
HPOBaHHBIE BHPYCH H JIKIIOCOMBEI.

Hccnenosanus ¢ aieHOBHpYCcaMH MOKasajM, 4TO MO-
BTOpHbIE BBeJIEHHsI NPUBOASAT K BOSHHKHOBEHHIO HMMYH-
HOTO OTBETA M JI030-3aBHCHMON BOCTAJIMTEJLHOH PeaKHH.
JlurocomMsl XOTSl M JAIOT MEHBIIYIO BOCHAJHTENbHYIO
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peakiuio, Ho 06/1afialoT MeHbLIeH 3 (GeKTHBHOCTHIO MPH
nepeHoce reHa H BHYTPHKJIETOYHOM TPaHCIIOPTE.

IIpoBopuMEIe B HAcTOsIlee BPeMsSl HCCJIEJOBAHHS Ha-
TpaBJieHbl Ha JIOCTHXXEHHS GoJiee MPONOJDKHTENBLHON MeHHOMH
BBIDAaXKEHHOCTH, OoJiee BBICOKOH 3((eKTHBHOCTH MpH
TMOBTOPHBEIX MPHMEHEHHSIX H CHH)XKEeHHEe MMMYHHOrO OTBETa
H BOCHANHUTEJBHBIX peaKLHi.

B Poccun, kak ykaseiBajoch Bbiile, B Cankr-ITerep-
6ypre u MockBe Tak Xe BeayTcss paGoTHl MO TeHHOM
tepanud MB. Jluaupyet B HacTosilee BpeMsi TpyIIna Mox
pyxoBoacTBoM nipod. B.C.bapanosa (HUU akyuepcrsa
u ruHexosori M. J1.0.Otra PAMH), npu sToM Haiifen
OPHIHHAJILHBIH BEKTOP NMepeHoca reHa — CHHTeTHYecKast
MHUKpocdepa.

TepaneBTHYecKkas cTpaTerus, ajqbTepHAaTUBHAS FeHHOH
HHXXEHEPHH, MOXKET 3aKJII0YaThCsl B BHISIBJIEHHH BEIIECTB,
CMOCOGHBIX CTHMYJIHPOBATH CHHTE3, TPAHCTIOPT HJIH (DYHKLHMH
HEIOJIHOIIEHHOr0 TpaHCMeMOPaHHOro perysiTopa MpoBo-
AUMOCTH MyKoBHcuHI03a — MBTP. B HacTosiee Bpemsi
HCCJIelyeTcst PSil BELLECTB: aMHHOTIMKO3HIHbIE AHTHOHOTHKH,
rMIepos, GeHUIOyTHPAT HATPHSl, LHKJIONEHTHIKCAHTHH,
reHecTdH u ap. (puc.4).

AHTaroHUCT HaTPHEBbIX KAHANOB — AMHJIOPHJ, HHTHOH-
pyer pea6copbumnio Na KaeTKaMH JbIXaTeJbHBIX MyTeH y
GoabHbix MB [1]. Bbiito nokasaso, 4To aMHJIOpH, NOBHIIIAS
B MHTAJISLHSAX BOAHBIH KOMIOHEHT, YJIyULlIaeT MyKOLHJIH-
apHBIH TPAHCIIOPT.

AKTHBaTOpEl aNbTEPHATHBHBIX KaHajoB xJaopa (ypu-
nuHTpHdOChAT H alIEeHOSUHHTPHGOCHAT) YCHAUBAIOT KOM-
OHHHPOBaHHMIA 3(PHEKT ¢ AMUIOPHIOM.

B Hacrosillee BpeMs BefleTCS MOMCK M APYTHX Mpemna-
paToB, crmoCOOHBIX 3((PEKTHBHO pa3KUKaTb MOKPOTY y
GonbHbix MB. IIprupoanbii pepMeHT — reJIb30JIHH paspyiuaer
BHEKJIETOYHBIH ()-aKTHH, KOTOPBIH, MOAOGHO BHEKJIETOYHOM
JHK, BricBOGOXKIAaETCS NPH J€3HHTErPaLliK HEHTPODHIIOB
B JIbIXaTeJbHBIX MyTaX npu MB, uTo yBesHuMBaeT BA3KO-
3/MaCTHYHbIE H a/ire3UBHBIE CBOHCTBA MOKpOTH. Mccneno-
BaHHS MOKasaJiH, uTo resb3onud H JIHKaza (myasmosum)
JEHCTBYIOT CHHEPrHYHO M YMEHbLIAIOT BsI3KOCTh MB
MOKPOTHL.

M3BecTHO, YTO aMHHOIVIMKO3HIB IJIOXO MPOHHKAIOT B
OpOHXHa/IbHBIA CEKPeT MpPH MapeHTepasibHOM BBENeHHH,
ROCTHTast TaM JHIb 12% OT CHIBOPOTOUHOM KOHUEHTPALHH,
MI03TOMY NPHBJEKAaeT BHHUMaHHE a3p030JbHOE BBEJleHHE
AMHHOTJIMKO3H/IOB, ITOCKOJIBKY TPH 3TOM MOXHO JOCTHYb
BbICOKHX KOHLIEHTpPAlMH IPenapaToB HENoCPeACTBEHHO B
ouare HHdeKuHH (MpocBeTe 6POHXOB) Ge3 GoJbLLOI Omac-
HOCTH CHCTEMHOTO BO3JIEHCTBHS. DTO CBOAHUT K MHHHMYMY
PHCK PasBHTHS OTO- H He(POTOKCHUHOCTH. B HatueM uenTpe
HCIIOJIb3YIOTCS TTOCTOSIHHbIE WHTANSUMH FeHTAMMIMHA B
noze 80—160 mr/ cyT, 4To BefieT K yMEHbIIEHHIO YaCTOTHI
TOCNHUTANM3aUMA U PECNUPATOPHBIX 3MH30[0B Y YacTH
GOJIbHBIX JIaXKe TIPH XPOHUYECKOH KOJNIOHH3aluH Ps. aerug.
70 0COBEHHO HHTEPECHO, TaK KaK YCTaHOBJIEHO, YTO PSIJL
AMHHOTJIMKO3H/OB, B TOM 4YHMCJIe M FeHTAMHLHMH, MOTYT
BOCCTaHaBJHMBaTh QyHKUHIO AedekTHoro MBTP-6eska ¢
myTauusmu 1-ro tuna (60K cuHTesa Geska) [2], Takue
kak G542X, W1282X u np. Ectb faHHBIE 06 3dhchekTHB-
HOM npuMeHeHHH Goubnx 103 (300 mr 2 pasa B cyTKH)
creuranbHou GescylibhatHol hopMbl TOGpaMHIMHA LIS
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Puc.4. Mopaxoas! K Tepanuu 3abonesaHnii nerkmx Npu MykoBMcUMA03e.

utransuait (TOBI — Tobramicin Solution for Inhalation),
YTO MO3BOJISET NOCTHYL MAaKCHUMaJIbHBIX KOHLEHTpaUui
npernapara B MOKPOTe, OKa3bIBaIOLIUX GaKTEPHLIMAHOE JeH-
CTBHE Ha BCe H30JIATH Ps. aerug.

Kunesurepanusi siBisieTcs TyIaBHBIM HeghapMaKoJOTH-
YeCKHM METOJOM YJIyYILEeHHsI IIPOXOAUMOCTH bIXaTeIbHBIX
nyTed. DTO BeAYIMH H, YTO BaXKHO, MaJloO3aTpPATHbIN
KOMIIOHEHT eXeJHeBHoro JieueHus GosbHHIX MB. He-
CMOTPSl Ha TO 4TO OBLIO NPEIOKEHO MHOTO METOMHK,
CTaHlapTOM KHHE3HTEePAaIHH OCTAaeTCA MaHyaJbHasi IepKyc-
CHSl M TOCTYpaJIbHbIH ipeHaX. DTa NpPoUeaypa 3aHUMaeT
MHOTO BpEMEHH M JO/KHA BHIMOJHATBCS CHELHaNbHO
TOATOTOBJIEHHBIM JIHLIOM. B mpouecce coBeplieHCTBOBaHHUS
KHHEe3UTepanuu OblIH NPeIOXKEHb! aJIbTEPHATHBHEIE METO-
JIUKH yJydIleHHs ApeHaXka blXaTebHEIX MyTeH: TEXHHKA
(hopcupoBaHHOro BhIOXA “XadpUHT”, CaMOCTOSITEBHO
BHINONIHSIEMBIH (ayTOTeHHBIH) JApeHaX, MOJNOKHTENbHOE
nasnenue Ha Boioxe (PEP-cucTeMsl), IpuMeHeHHe ¢aat-
Tepa, KopHeTa. OHH TNO3BOJSIOT JOGHThHCS JIYYIIEro OT-
XOXK/IEHHS] MOKPOTBI, YeM MPH CTaHHAPTHOH KHHE3HTEpaluH,
AaloT 60JbHOMY GOJIBLIYIO HE3aBHCHMOCTD OT CTallHOHapa
1 6GoJbLIYI0 KOM(OPTHOCTB, YTO YJIYYLIAeT BHITOJHEHHE
neye6HbIX pekomeHaauui [3—5]

[TockosbKy BHIpAXKEHHBIH BOCTAMHTENBHBIH OTBET 00yc-
JIOBJIHBAET JIECTPYKLHIO JIETKHX, MOXKHO IPEION0XKHTE, YTO
MOILIHASi POTHBOBOCHANHUTENbHAST TEPATIHS CMOXET YJIyy-
IIHTh COCTOsIHUE JierkuxX y OosbHeIX MB. B Hacrosimee
BpeMsi B HalieM leHTpe Gosee 50 peTeii B BospacTe ot 2
no 18 siet mosrydaioT ajlbTEPHHUPYIOLHE KYPChl IPEIHH30-
aona (0,3—0,5 mr/kr/cyr dyepes heHb), yTO yJIyumaeT

(YHKUHOHAJBHbIE H KJIHHHYECKHE TOKA3aTeNH Y GOMbHBIX
MB npu nautesbHOM npuMeHeHHH (psifi 6OJBHBIX TOJY-
YaloT NpeaHK30J0H Gosee 12 set). OgHaKo nepopanbHoe
NpUMEHEHHE IVIIOKOKOPTHKOMJOB Ja)ke B HH3KHX [03axX
MOXET IMPHBOAHTL K MOGOYHBIM 3(deKTaM, M03TOMY
TMOHSATEH MHTEePeC K HHraMSIHOHHOMY BBEIEHHIO CTEPOH-
noB. ITpy HHraJAsHOHHOM BBEJIEHHH TVIIOKOKOPTHKOMJIOB,
10 HalIHM NaHHBIM, He TIPOHCXOJUT H3MEHEHHS YPOBHeH
kopruaosa v AKTT, uto cBupeTesbeTBYyeT 06 OTCYTCTBHH
ero BJIMSIHHS Ha THIIOTaJaMo-THIIoGbK3apHYyIo cuctemy [6].
Ha ¢one seueHns HHralSLHOHHBIMH CTEPOHAAMH BHIOPOC
HEeHTPODHIOB B OPOHXOANBBEONSIPHYIO JKHAKOCTb OBl
MeHbllle, CHHXXAJNHCh MapKephi BocnajeHusi (anacrasa,
unTepaeikut-8) [7]. B HacTosee BpeMs MBI POBOXHM
CpaBHHTEJIbHOE H3YyyeHHe 3P (PeKTHBHOCTH U 6E30MaCHOCTH
psila COBPEMEHHBIX HHTAJSLMOHHBIX KOPTHKOCTEPOH/IOB
(GexoTHa, MyJBMHKODPT-CYCIEH3Hs, MyJbMUKOPT-TYPGO-
xanep).

B nocaepnue roust (M.Konstan u coasm.; P.Davis u
coasm., 1996, 1998) nokasano BepaxkeHHOE POTHBOBOC-
najauTesbHOe JieHcTBHe HOynpodeHa.

HecTtepounseie npoTHBOBOCHA/NHTEBHEIE MpENapaThl
(HIIBII) o6napaior crenuduyeckoll aKTHBHOCTBIO, Ha-
TpaBJIeHHOH NPOTHB HEHTPO(UIIOB, BKIIIOYAS TTOJIaBJIeHHE
HX MHIpalliM H aKTHBAalHMH, W HMeloT OJIarONpHSTHEIH
npoduas nepeHocumoctd. Ho npu Hasnauennu HITBIT
BaXKeH TOYHBIH DPEXHM JO3HPOBAaHHS, TaK KaK HHU3KHe
JI03BI MOTYT TOBHIILIATh BEIGPOC HEHTPOGHIIOB B [ibIXaTeJbHbIE
nytd. IlopaBasiomee neficTBHe HOynpodeHa Ha AKTHB-
HOCTb HEHTPO(HJIOB HAGIONACTCS TIPH MMHKOBOM KOHIIEH-
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Tpauuu B maasme kpoBd 50—100 mkr/ma (auanasow,
NOAABJSIOMMI MUrpauHio HelTpoduios). [IprHemiemeie
MMKOBble KOHIEHTPALMH GBI MOJYYeHBl MPH pekuMe
nosupoBanus ot 20 ao 30 mr/kr/cyt B 2 npuema [8].

B Hallem LeHTpe MPOBeJIeHO HCCJIeIoBaHHE O H3YUEHHIO
sdekTHBHOCTH M OGe3onacHocTH mnpumeHenus HIIBII
Haiis (Nise) — uumecysuaa, pupma “Dr.Reddy’s Labo-
ratories” (MHpusi) — NMpPOTHBOBOCHAJINTENBHOTO, YKapo-
MIOHMXKAIOLIEr0, aHaJbreTHYECKOro CPeCTBA, OCHOBHBIM
MEeXaHH3MOM KOTOPOTO SIBJISIETCS CeJIeKTHBHOE HHIHOHPO-
BaHMe LIMKJIOOKCcHreHassl I B BocmaneHHOH TKaHH, TOp-
MO3 CHHTE3a MpPOCTarJIaHAWHOB H psiia POBOCHATHTE/b-
HHIX ()epMEHTOB H MNojaBJeHHe 06pa3soBaHHsI CBOOOMHBIX
pafiiKaJIoB.

Haiis npumensics B nose 3 Mr/kr/cyT B 3 npuema y
14 pereit B Bospacte oT 5 o 18 ser ¢ MB. YuuthiBas
BO3MOXKHBIE OCJIOXHEHHS CO CTOPOHbI XKeJ1yI0YHO-KHLIeY-
HOTO TpaKTa, B IPYNNY He BKJIOYAJH JeTeH C IHPPO3OM
TeYeHH, aAKTHBHBIM IellaTHTOM, SI3BeHHOH 60JIe3HBIO, SPO3UB-
HBIM FaCTPUTOM, 930(haruToM, MOATBEPXKAEHHBIMH IAHHBIMH
ractpockonuu. [IpoTHBOBOCTIANUTENbHEIH 3((EKT OLeHH-
BaJICA 10 U3MEHEHHIO MapKepoB BoCMaJieHHsl B o6pasuax
MOKpOTHI M mepHpepuyeckoit KpoBH. I XapaKTepHCTHKH
CTENeHH MPOrpecCHPOBAHHUSA JIETOYHOrO Npoliecca HCCJIeo-
Basuch ocHoBHble mokasatean PBJI (OXKEJI u OPB;)
3a 1 roj mo Hayaja NMpPUMEHEHHS Hal3a M B TeyeHue 6
Mec ero npumeHeHust. [Tokaszareau PBJI B Teuenue rona,
npe/llecTBOBaBILIeMY Havally IpUMeHeHUsl Hal3a, 3HauH-
MO CHH3HJHCh Yy Beex setedt — p=0,028 (mis OIKEJI) u
p=0,04 (n1s OPB;). Haubosiee BHpakeHHOE CHHXKEHHE
noxasartened ®BJ] oTmeueHo y fieTed ¢ 6oJiee TSXKENBIM
TEYEHHEM.

Ha ¢one npumeHeHHs Haki3a OTpPULATEJNBHON JHHAMUKH
nokasareser ®BJl He oTMeuasoch. DTO MOKA3bIBAET, UTO
NpHMeHeHHe Hal3a MMO3BOJIHJIO MPHOCTAHOBUTH Nporpec-
cHpoBaHHe GPOHXO0JIEroYHOro npouecca. B nepuon uccae-
JIOBaHHS y BCeX OOJBbHBIX OTMEYeHa TeHIEHLHS K Yayy-
LIEHHIO TIOKa3aTeJsell BecopocToBoro uHaekca (p=0,07).

W3BecTHO, YTO rMTaBHHIM HHTHOUTOPOM HEHTPO(HIBHOM
3J1acTaskl SIBMSIETCS O4-aHTHTPUNICHH (Ctj-aHTHIIpOTeasa —
04-AP). On o6ecrneunBaer Gosee 90% anTH3MacTasHOM
3aumThl. XoTs npoaykums ou-AP y GonbHbix MB coxpaHeHa,

ee aKTHBHOCTb MOJABJISIETCS] Ype3MEepPHBLIM CoJiepXKaHHeM
HeUTpO(HIBHOM 3J1acTa3kl B MoKpoTe npu MB. Pekom6u-
HAHTHBIH OL]-AHTHTPHUIICHH B a3p030Jie MOXET HeHTpaJlu-
30BaTh Ype3MepHEIH BEIOPOC 3J1acTasbl HEHTPO(DHIIOB.
PaGoTHl ¢ CEKPETOPHBIM JIEHKOUMTAPHBIM HHTHOHTOPOM
nporeas (SLPI) mokasanu, 4To OH NOBHILIAET YPOBEHb
rJIyTaTHOHA B GPOHX0aJIbBEOJISIPHOH XKHJKOCTH, 4TO YBe-
JIMYMBAET AHTHOKCHAAHTHYIO CIOCOGHOCTB JIETKHX. DTO
O4YeHb BaXKHO st 60sbHBIX MB, Tak Kak saumuinaet oy-AP
JIETKUX OT MHAKTHBALMK CBOGOAHBIMHU paiuKaiamu [9].
[TeHTOKCH(HIVIMH — KOPOHAPHBIH Ba3OAHJIATATOP MOXKET
6biTh TOJIe3eH npH MB, Tak Kak OTMeuYeHO ero BO3JeH-
CTBHEe Ha HeHTpoduabl myTem GjoxkupoBaHus TNFo —
aktopa Hekposa onyxoid (PHO) u uHTepieiikuna-1
WUJI-1B) (mMakpodarajibHele UWATOKHHBL, SIBJSIOTCS XEMO-
aTTPaKTaHTaMH HEHTPOGHIOB ¥ HHAyKTOpamu WJI-8)
[10]. BuitensnoxkeHHOe CBHAETENLCTBYET O 3HAUHTENBHOM
nporpecce B W3yyeHHH npoGiaemsl MB, B TOM uHCJIE H B
Poccuu. OpHako npeAcTosT elie GOobLIHe U YIiyGjeHHbIe
HCCJIE/IOBaHHUS, IPEX e BCEro B 06/1aCTH IreHHOH TepanuH
JJAHHOH NMaTOJIOTHH.
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