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MYKOBHCIHI03 ¥ B3POCJIbIX: 3TUOJIOTUS, IIATOTEHE3,
INEPCIIEKTHBBI JIEYEHUY

HHWH nyavmononornu M3 Pd, Mocksa

Myxosucumnos (MB) — Tsxkesnoe HaciefcTBeHHOE
3aboJieBaHHe ayTOCOMHO-PELIeCCHBHOTO THIIA, BbI3bIBaeMoe
MyTallHeH reHa, pacroJIo)KeHHOro Ha JIMHHOM MJieye 7-H
xpomocombl B obsacTH q 31—q 32, nposiBasiouieecs
CHCTEMHBIM IOpaKeHHEeM 3K3OKPHHHBLIX KeJie3 H Tpeby-
joulee JieHeHHUs] B TeYeHHe BCeH >XH3HH GOJIBHOTO
[2,11,13,26,32,44,68].

Brepsoie knuHuyecku MB 6bu1 ommcan B 1936 r.
G.Fanconi et al.. kak BpoxieHHOe 3a6osieBaHHe MOLKe-
JIYIOYHOM JKeJie3bl B COYETaHHH ¢ 6ponxoskrasamu [44].
Mopdonoruueckoe onucanne MB 6biio cienano D.An-
dersen B 1938 r., koTopasi BrepBble BBeJia MOHATHE
“KMCTO3HBIH- pHOPO3 MoKenyao4Hoil xemesn” [17]. B
1945 r. S.Farber, ykaseiBasi Ha CHCTEMHBIH XapakTep
TIOPAXKEHHS 9K30KPHHHBIX KeJie3 MPH JaHHOH HO30JI0TH-
yeckoil popme, 0603HaYHJ ee KaK MyKoBHcLuzo3 [44].
Boicokasi (mo 80%) cmepTHOCTb geTeii, GonbHeIX MB,
BBIIBHHYJIA 3ajlayy paHHeH JHarHOCTHKH H JIeUeHHsT JaHHOTO
3aboseBanust. B 1953 r. 6bl10 10Ka3aHo, 4TO ISt 6ONBHBIX
MB xapaktepHa upe3amMepHasi MOTepsi 3JEKTPOJHTOB ¢
MOTOM, YTO 3aTeM CTaJlO HCIOJIb30BATbCS [JIsi JHarHOC-
THKH 3a6oJsieBanusi. JJuarnoctuyeckum Kpurepuem MB B
HacTosillee BpeMs SIBJISIETCS! ONpejielIeHHe MOBBIIIEHHOH
KOHLIEHTPAaLlHH HOHOB HATPHSl H XJiopa B TMOTOBOH
XKHAKOCTH cBbite 70 MMoub/ [13,49f. JlanbHeee
H3yyeHHe 3TOro (peHOMeHa BbISIBHJIO HapyllIeHHe TpaH-
CIIOpPTa HOHOB XJIopa B TMOTOBBLIX MPOTOKaX, a TaKke
Auc6anaHC 9JIEKTPOJIUTHOTO COCTAaBa CJIOHHBIX M GPOH-
XHaJIbHBIX KeJsie3 [25]. TH uccsenoBaHust GBI LONOJ-
HEHBbI MOMCKAMH JIHarHOCTHYECKHX KPHUTEPHEB, TT03BOJISTIOLLHX
BBISIBHTb 3a6ojieBaHHe B NpeHaTanbHoM nepuose [10].
[IporHocTHyeckum npH3HAKOM MosiBAeHHS peGeHKa, CTpa-
Raiouiero MB, cTajio MoBbILIeHHEe MPOTEAa3HOH aKTHBHOCTH
aMHHOTHYecKoH JkuakocTH [24]. Haummas ¢ 1978 r.,
HavaJicsi HHT@HCHBHbIH MOHCK MYTAHTHOTO reHa, KOTOpbIH
3aBepunicst B 1989 r. ero upeHTH(pHKaLHeH, YTO MO3BO-
JIJIO TIOATBEPAHTDL HacJeACTBeHHbIH xapaktep MB [5]. B
HacTosiulee BpeMsi BbifiBleHO Gosee 300 myTauuii reHa
MB. Hau6ouee uacro sussasiorest AF508, G542X, G551D,
R553X, W1282X, W1303K. Camoii pacnpocTpaHeHHOIl,
MaXKopHo# myrauueii rena MB sBasieTcs nesenusi Tpex
HYKJIGOTH/IOB, KOJAHPYIOLIHX aMHHOKHCJIOTY — (eHH/-
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anaHuH B 508-i1 mosuuuu ot N-KoHuma GesKoBOH
moJiekyJil [32,48]. Myrauus AF508 serpeuaercs y 70—80%
GosbHBIX MB, TpoXHBalOIMX B CTpaHaxX CeBepHOH
Esponel, ¥ ¢ menbwei yacroroit (48—63%) y aun B
10XKHbIX pervoHax [71]. Beigensior “msrkue” u “xectkue”
myTauuH. K “msrkum” otrocsit R117H, R334W, R347P,
A445E, R574H, x “xectkum” — AF508, mensra 1507,
0493X, G542X, R553X, W1282X u npyrue [12]. Yactora
sabosieBanuss MB B HacTosiiee Bpemsi Kosie6eTcs.oT
1:1800 (Ppanums) mo 1:17 000 (CILIA), cpenu Herpos
cocraBysisi B cpegnem 1:2500 [2,8,68]. B Esponeiickoii
yactd Poccuu B Hacrosiiiee Bpemsi yactoTa 3abodie-
BaemocTH MB coctasasier 1:2000 — 1:5000 [9,13]. IMox
MeJMIIHHCKHM HabmiofneHHeM Haxoxsitess 1 600 6osbHBIX
MB, us Hux Bspocabix — okoso 80. IeneTHueckoe
uccJiesioBaHue, nposejieHHoe y 182 GosbHeix MB B Bospacte
oT 2 mecsiueB jgo 18 nert, BusBHIIO fenenuio resa AF508
B 34% B roMosurotTHoM cocTosiHuH, B 48% — B reTeposu-
FOTHOM COCTOSIHMM WJIM y KomnayHpoB. B 18% wna6umio-
JIeHHH BBISIBJSIIHCh JIB€ He M3BECTHBle B HacTosllee
Bpemsi MyTauuu [12].

Kak npaBusio, matorenea MB TpaktyioT Hcxoas H3
nedekra rena MB, KoTopelit KogupyeT 6esIOK, y4acTBY-
IOIMH B PeryJslUHH TPaHCIIOPTa HOHOB XJiopa 4Yepes
arHKaJbHYI0 MeMOpPaHy SMHTENHANbHBIX KJIETOK H IPHBO-
ASILero K MOYTH TIOJHOMY OTCYTCTBHIO CEKpelUHH
XJIOPHIOB SMHTeHeM SK30KpHHHBIX XeJes [25]. Ten MB
SKCIpeccHpyeTcsli B OCHOBHOM B KJETKaX SIHTEJHSI.
HauGosiee BbICOKHE YPOBHH TPaHCKpHOHpYyeMOH C reHa
MB PHK 6bin HaliieHbl B ITOKEJYA0YHOH, CIIOHHBIX H
TIOTOBBIX JKeJle3ax, a TaKXKe B KHIIEYHHKE H PerPOAyKTHBHBIX
opraHax [26]. M3syueHue kieToOUHON JIOKANM3ALHH CAMOTO
6eJIKOBOTrO NMPOAYKTa TpaHecMeMOpaHHoro peryasitopa MB
(TPMB) ¢ noMolbi0 MOHOKJIOHAJBHBIX THIIEPHMMYHHBIX
CBHIBOPOTOK H MOHOKJIOHaJIbHBIX aHTHTea K TPMB mnoka-
3a/10 MPaKTHYECKH IOJHOE OTCYTCTBHE €ro B KJeTKax
pecniuparopHoro snuTteausi. Hocurenem 6enka B opranax
ABIXaHHS SABJSIOTCS XKeJe3bl MOACTH3HCTOrO CJIOS!, MPOAY-
LUpYIOLIHe XapaKTepHblil 1t MB Bsskuii cexper [24,56].
Peakuusi pocopunnpoBanust Gblsia HecseJloBaHa METOIOM
3NIeKTPOopesa B ABYXMEPHOM Te/ie MOCTMHKPOCOMalb-
HBIX CYMepHAaTaHTHBIX (paKkuHil ~ P-MeyeHbIX KjieTok. B
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HacTosilllee BpeMsi MpeJIOXKeHbl JiBe THnoTesbl, 006bsic-
HeolMe KakuMm obpasom aeneuus F508 Geaxa TPMB
MPUBOANT K HapYyLIEHHIO PEryJisiiuH TPaHCIOPTAa HOHOB.
Yuuteieas Tor pakr, yro TPMB nomken 6biTh docdo-
PHJMPOBAH MpexKJie, UeM OH CMOXKeT BbI3BaTh yBe/IHYeHHe
TPOHHLIAEMOCTH /sl HOHOB XJlopa, MyTauun TPMB moryT
HapylaTh croco6HOCTh GeJiKka rnoiBeprathes hochopHIIH-
pOBaHHIO MJIH OKasblBaTh OTpHLATe/IbHOE BJHSIHHE Ha
dyHKLHMIO Beero (ochopramHpoBanHoro Gelika [31]. Ormeuae-
_ Moe npu MB peskoe yBesHyeHHe CKOpOCTH abcopOuuu
MOHOB HaTpHsl TaKxe BJIHMSeT Ha (U3HyecKHe CBOHCTBA
6pOHXHAJILHOTO CeKpeTa, MoBbilas ero BsiskocTb [25].
DaekTpodH3HOJIOTHYECKHE HCCIeloOBaHHs HATHBHOTO
GpOHXHAJIbHOrO SMHTEJIHS ¥ KYJbTYPbl KJIETOK BBISIBHJIH
HaJIMYHe PeryjupyeMblX HeHporyMopajbHbIMH MeXaHH3-
MaMH XJIOPHAHBIX KaHajoB Yy GoabHbix MB, kKoTopbie,
O[IHAaKO, He 06JaJIaloT CIIOCOGHOCTBIO K aKTHBaUMH B-ai-
pPeHOMHMETHKAMH, XOTS aUeTHJXOJHHHHAYLHpYyeMas
CeKpelHsi y 3THX IalHeHToB HopManbHa. Takol nedexr
He cBsizaH Takxke U ¢ HAM®, MockodibKy, B OTJIHYHE OT
HOPMBbI, BbijieJIeHHasi BCJeACTBHE (OCHOpUIIHPOBAHHUS
GeJIKOB-MHIIeHel KaTanuTHuyeckas cyGbeaunuua- tAMD
3aBHCHMON npoTenHasbl B cuHeprud ¢ ATD He npuBoauT
K OTKPBITHIO XJIOPHBIX KAHAJIOB, XOTs cofiepkanne LAM®D
B KJeTKax GosbHbIX MB ocraercst HopmaubHbiM. [31].
[TokaszaHo, yto npu MB, Kak U B HOpMe, K OTKPBITHIQ
XJIODHBIX KaHaJIOB MOXKET MPHBECTH JeNoJIsipH3alHs Kiie-
TOYHBIX MeM6paH, KieTouHasi nepgysHs HJIH BBelleHHe
Kasbumsi-HoHodopa A23187 [32]. Ipyrue uccienoBanus
B 3TOH 06JiaCTH BBISIBHJIH CTHMYJISIIMIO HOHHOTO TpaH-
CIIOpPTa SMUTEJIHAJIBLHBIMH KJIeTKaMH PecliipaTopHOro TPaKTa
nyTeM akTHBauuu LAM® u KanbumiisaBucKHmbIx myTei [56].
Xotsi posb MexkieTouHoro UAM®D u HOHOB KalbLHsS B
peryJisiiiid MOHHOrO TPAHCIMOPTAa HEJOCTATOYHO H3BECTHA,
HEKOTOpBIE HCCIIeIOBAaHHS MOATBEPXKAAIOT TOT hakKT, 4To
oH 3aBHCHT oT UAM® u KanbLUHi3aBHCHMOH NpoTeHH-(hoc-
(opunasHoi peakuMH. B COBOKYNHOCTH 3TH HCCJIEIOBaHHS
TMO3BOJISIIOT TPEAIIONONKHTb, UTO XJOpHble KaHallbl TpH
MB ToHHYecKH HHIHOHPOBaHLI H, CJIefloBaTeNIbHO, HeobXo-
JIMIMO HCKaTh PYTHE PEryJsiTOpHble MEXaHH3MBbI BO3/ICHCTBHS
Ha HUX. BBIsiB/IeH TakKe BTOPOH BO3MOXHBIH NMaTo(H-
svosioruueckuit gedpext npu MB, sakmouawoomuiics B
YCHJIEHHOM 06pa30BaHHH CYJb(aTOB M3 Pa3JHUHbIX IJIH-
KOKOHBIOraToOB, BKJIIOYasi MYLHHOMNOJOOHBIE MOJIEKYJIbI,
MPOTEOrJIMKAHbl, a TaKXe TJIHKOKOHBIOraThl, PacroJio-
YKeHHbIe Ha MOBEPXHOCTH KJIETOK. DTOT MEXaHH3M MOXKeT
BKJII0YaTh B ce0si HapyllleHHe HOHHOTO TPAHCIOopPTa, MPHBO-
Asiniee K yBeJHYEHHIO pasMepoB cyJb(paTHBIX MOp Ha
SMHUTENHANBHBIX KJeTKaxX, H CHHXeHHe cyJsbpaTHOH
aKTHBHOCTH, 06YCJIOBJIHBaIOLIlee HapyLIeHHe PeryJIsiTOPHBIX
npoueccoB. [ToBuimeHHOe o6GpasoBaHHe cyibdaToB
MOXKET MPHBOAUThL K TOBBILIEHHIO MOJIEKYJISIPHOH MaccChl
FJIMKOKOHBIOTATOB C TOBBILIEHHBIM COJIePXKaHHEM CYJIb-
(aToB M, KakK CJeJICTBHe, YCHJIEHHIO BASKOCTH OPOHXH-
anpHoro cekpera. Kpome Toro, nopblllleHHe KHCJIOTHBIX
CBOMCTB IVIMKOKOHBIOrATOB, PACIONIOXKEHHbIX Ha TOBEPXHOCTH
KJIETOK, MOXKeT HapyliaTh KJAeTouHble coenuneHus [51].
BeisiBlieHHble GHOXUMHUYECKHE H3MEHEHUS SBJISIOTCS OJIHOH
M3 3aKOHOMEPHBIX NMaTO(U3HOJIOTHYECKHX OCHOB HapYILIEHHS
MYKOLMJIHAPHOI'O KJIMpPEHCa H CTaOH/IbHOCTH KJIETOYHBIX

coepuHenuit npu MB u obyciioBiuBaloT 6aKTepHalbHYIO
KOJIOHH3ALHIO C MOCJIeYIOIHM Pa3BHTHEM XPOHHYECKOro
[pOrpeccHpyIoLero HH(MeKIHOHHOro 1polecea B JIerKHX
[14,20,21,28]. K coxalleHHIO, Mbl O4YeHb MaJilo 3HAEM O
TOM, Kakue (GpakTopbl MPUBOAAT K NPHBJICYEHHIO H KOJIO-
HH3aLuK y 6osbHBIX MB Hau6osiee yacTo BeTpeyaloluXes
MpH JaHHOH maTosiorHu Gakrepuii, a umMeHHo Staphylo-
coccus aureus, Haemophilus influenzae n Pseudomo-
nas aeruginosa, HO 9Ta ocobast MoBePKEHHOCTh OPraHoB
JBIXAHHST K STHM MHKPOOpraHHaMam noarsepxaeHa [14,60].
B akcnepumeHnTax “in vitro” mokasaHo, YTO MaTpHKC,
OKPY2KalollMii 6aKTepHH, B3aMMOJEHCTBYET C MOHOKJIO-
Ha/lbHBIMM QHTHTEJIaMH K CJIM3H, B CBfI3H C YeM YBeJIMYeHHoe
o6pasoBaHue CJAM3UCTOrO cekpera npu MB moxer urpath
peluaolLyio poJib NMPH KOJOHHM3aluuH Ps.aeruginosa wna
pecHHuKax pecriparopHoro snuresus [28,51]. BosbiunHeTBo
aBTOPOB CYMTAIOT, 4TO y GosbHbIX MB noxpbiBalolui
SMHUTEJHH BA3KHH CEKPET MpH yKe NMPoH3olIe/lIeH KoJo-
HHU3ALMH COXpaHSIeT MHMKPOKOJOHHH H MOXEeT Crnoco6-
CTBOBATh a[re3HH MHKPOOPraHH3MOB H INpeNnsTCTBOBAThH
darormrosy [19]. TTepcucrenuys B nerkux Ps:aeruginosa
MPOMCXOMUT, Kak -MPABHJIO, TpPH HAJIHYHH HMMYHHOTrO
AeekTa, OHAKO KJIMHHYECKHEe HCCJle/loBaHHS MOKa3allH,
YTO MEPBHYHOrO CHCTEMHOTO UMMYHO/Ie(pHLHTa Y GOJBHBIX
MB ner [20]. Boamox«Ho, onpefiesiioLyio poJib B TIOPOYHAM
LMKJIe XpPQHHYECKOro BocnajeHust pxu MB Hrpaior MecTHble
(baKkTophl, MpeJoTBPALIAOLIHe HCKOPpeHeHHe HHPeKLHH H
BKJIIOYAlOLIHe, KpoMe GHOXMMHYECKHX je(eKToB GpoH-
XHaJbHOTO CeKpeTa, MPOAYKTHl >XH3HeJAesTeJbHOCTH
MHKpoopranusmoB. Cpeu STHX TPOAYKTOB 6GaKTepui,
CeKpeTHpYeMbIX, B YaCTHOCTH, Ps.aeruginosa, usBecteH
PSIL MPOTEOJNHTHYECKHX (DepPMEHTOB, TaKHX KaK MOTEH-
LHMaJbHBIM 3SHAOTOKCHH A. DTO BBICOKOMOJIEKYJISIPHOE
BellleCTBO BbI3biBaeT HMMYHHBIH OTBET M, B pesyJibTaTe,
HeHTpasusyercsi. HanpoTus, HH3KOMOJIEKY ISIpHbIe BellecTBa
(penasuH-MUrMeHTH!, MHOLMKHHH) He OGHApYXXHBAIOTCS
MaKpOOPraHH3MOM H CIOCOOHBI HHIMOMPOBATh aKTHBALKMIO
JMM(OLKTOB M CHHXXATb CKOPOCTh OHEHHS pecHHUYEeK
uuauHapHYeckoro snuresausi. Murubuuusa T-numdonutos
BejieT 3a co60H CHHXKEHHEe MPOAYKLUHH JHM(OJIEHKHHOB,
TaKHX KaK HHTep(epOoH, KOTOPbIH HeOOXOAHM Uil CTHMY-
JISILHH aJibBEOJIIPHBIX MaKpO(aroB U MoXeT ObITh MPHUHHOM
ux “mosmoro mokoa” npu MB [20,29]. B pesyabrate
cosjialoTest 6J1aronpUsTHBIE YCJIOBHSA Il TePCHCTEHLHH
GakTepHil U BbIpaGOTKH UMH XeMOaTTPaKTaHTOB, NpHBIIe-
Kaoumux HedWtpoduasl. Kpome Toro, mnospexjpeHHbIE
SMUTEJIHAJIbHBIE KJIETKH MOTYT SIBJSATbCH pPeLenTopamMH
aas 6akTepHasbHOM aAre3nH, KoTopasi MrpaeT BeAyLLyio
poJib B XpOHH3alUMH BocrnaneHusi B Jerkux [39,61]. Tlo
Mepe MPOrpeccHpOBaHHs 3a60/eBaHUs JI0JIl HEHTPOPHIIOB
B GPOHX0AJIbBEOJISIPHOM TPOCTPaHCTBe Hapactaet. [Ipowic-
XO[MT AKTMBHBIH (arouuTtos Heiitpodunamu Ps.aerugi-
nosa, KoTOpHIi, OIHAKO, He siBAsieTcs 3aBeplueHHbIM [29].
HsBecTHO, UTO HEUTPOGHJILI UMEIOT rPaHyJibl, COlepKallHe
MPOTEHHKHHA3bl, B TOM YHCJe 3J1acTasbl M KaTerCHHBIL.
WHru6uTophbl (PU3HOJIOTHUECKHX MPOTEHMHKHHA3, TaKUX Kak
OL|-aHTHTPHIICHH, MOTYT GBbITh HHAKTHBHPOBAHbI SH3HMaMH
Ps.aeruginosa jo Toro, Kak Gakrepus OynerT HeHTpa-
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yusoBaHa [60]. Uccaenosanusi R.B.Fick et al. goxasanu,
yto HeHTpo(HibHAs 3ajacTasa pactuueniser Fe-pparmeHT
IgG, sBasowerocs antH-Ps.aeruginosa Ab daxropom B
JIETKHX, JIMLIAsl ero TeM caMbiM 3((PeKTHBHOH (YHKUHH.
Ator (hepMeHT crocobeH MpPensTCTBOBAThL KOMIIEMEHT-
3aBHCHMOMY OTICOHO()AroLMTO3y H YHHUTOXKEHHIO CHHETHOHHOM
nasloukH HelrpoduabibiMK Jeiikouutamu [40]. TTokasamno
TaKkXe, 4To aHTH-Ps.aeruginosa Ab ¢akTop y 60JbHBEIX
MB He sBJISIeTCS] OIICOHHHOM. H jla)Ke HHrHOHpyeT HeHTpo-
unbHbIA arouuTos “in vitro” [68]. ¥V GosbmnHcTBa
GonbHbiX MB Bbicokui ypoBeHb IgG omnpepensier
yxyaueHue nporrosa sa6osesanus [1]. K.C.Meyer et al.
BBISIBHJIH TIPSIMYIO KOPPEJISILLHOHHYIO 3aBHCHMOCTb MEXAy
aKTHBHOCTBIO HEMTPO(HIIBbHOM 3J1acTa3bl, BbIIEJEHHOH M3
OPOHXHANBHOTO CEKpeTa, H CTereHbio GpoHXHalbHOH
o6etpykunn [53]. Takum o6pasom, npoayuupyembie
HeHTpo(HIaMH BElLIeCTBAa MOTYT NMPHBECTH K HapyLIeHHIO
JIOKaJIbHOrO MMMYHHOrO OTBeTa M CIOCOOGHBI Hemocpes-
CTBEHHO IOBpeXJaTh JeroyHyio napeHxumy. Kpome
TOro, HEUTPO(H/bI MOTYT IMPHUBOAMTL K JajibHeHLIeMy

YXY[ILIEHHIO COCTOSIHHS MEeCTHOM 3allHThl JIETKHX ITyTeM.
BbIpaGOTKH TIOTeHLHaJbHOro xemoartpakranta LTB4,

NMPHBOJALLETrO K YCyry6JeHuio mopoutoro uukaa [29].
[IpHHATO BBIAEJSATL HECKOJBKO KJIHHHYECKHX (opM
MB: 6poHxouerounyio, Berpeyaroryiocsi B 15—20% nabaio-
JIEHHH; CMeIIaHHYIO JIEFrOYHO-KHIIEeYHYIO, BCTPeYaloLLylocs
B 65—75% HaGMIOAEHNH ¥ KHIIEYHYIO, BCTPEYaloLLyiocs
B 5% nabmopenuii. Kom6uHHpOBaHHAsH JIerOYHO-KHIIeY-
Hasi opMa MpoTeKaeT OOBIYHO TsKeJsee, YeM INpeHMy-
ILIECTBEHHO JIerouHas Wiu KuieyHas popwmbl. [To crenenn
TSOKECTH BbIIEJISIOT JIETKOe, Cpe/iHee H TSXKeJsloe TeueHHe
sa6onesanus [1,3]. Bspocibie Gosbhpie MB umeor
Ae(HLHT Macchl TeJla, HeGOoJIbIIOH HITH HOPMaJIbHBIH POCT;
y GOJIbLUIHHCTBA MALMEHTOB HMeeTcs JleopMaliusl nmassLeB
no. Tuny “GapabGaHHbIX Mazoyek” M HOrTeH IO THIY
“yacoBeix cTekos”. CpeiHsISt NPOJOIKHTENBHOCTD XKH3HH
6onpHBIX MB B HacTosillee BpeMmsi cocraBaseT 23 roja.
OnucaHbl efMHUYHBIE cylyyad HaGJoneHust 6oabHpix MB
B Bospacte 40 u 50 ser [5]. Onpegenennsie ycrnexu B
Tepanuu 3Toro 3aboJieBaHHUsl BBIIBHJIH TEHAEHUHIO K
Jy4lLIeHHIO TIPOTHO3a M KayecTBa »KHM3HH GosbHBIX MB
6,33,36,59]. ¥ B3pocabix 60JbHBIX GPOHXOJErOYHOH H
cMewmaHHoW (opmo MB B KJIMHHYECKOH KapTHHe
AOMHHHPYET MaTOJIOTHSI OPraHOB JIBIXaHHSI: XPOHHUECKHH
THOMHBIH HJIH THOHHO-06CTPYKTHBHBIH GPOHXHT, BTOPHUYHbIE
6poHX03KTa3bl, aMpH3eMa Jerkux, AH(pdysHbIH MHeBMO-
CKJIepo3, BBICOKAsl CTeNeHb JIErOYHOH HeJ0CTaTOYHOCTH
[2,14,15,57,69]. BonbHEIX GeCrOKOHT Kalllefib MapoKCH3-
MaJIbHOTO XapaKTepa ¢ TPYAHOOTAEJSIeMOH FHOHHOH HJIH
C/IM3HCTO-THOMHOH BSI3KOH MOKpoTOH. OJpllllka BO3HH-
KaeT NpH He3HaYHTeJbHOH (H3HYECKOH Harpyske.
[TapunanbHoe jaBjeHHe KHCJIOPOJA 3HAYHTENBHO
cHHKeHo. [lporpeccupyioliee CHH)XXEHHE 3TOro IOKa-
3artejis SIBJISIETCS IJIOXHM MPOTHOCTHYECKHM IPH3HAKOM,
KaK KpoBOXapKaHbe M JlerouHoe KpoBoTeueHHe. Bosmo-
XEeH CMOHTaHHBIH MTHEBMOTOPAKC [63]. [Ipu uccnepoBaHuH
®BJI onpepensiior rpy6bie HapyLIeHHsSI M0 06CTPYKTHB-
HOMY M pecTpuKTHBHOMY THmam. ¥ 15—20% 6osbHbIX
MYKOBHCIH/I030M BbIsIBJIsieTCsl 0OCTPYKIHS HOCOBBIX

XOJIOB BCJIEAICTBHE HajJuuMsi nosumnoB. Yacrto onpene-
JISIIOTCS XPOHHYECKHE FHOHHbIE TIPOLIeCChI: MaHCHHYCHTHI,
OTHTbI, TEPHOJOHTHTHI, Kapuec 3y60s [22,23]. Knunuuec-
kue nposisiaeHust MB co cTopoHbl 2Kesy104HO-KHIIeUHOT0
TPaKTa OMNpe/IeNIIOTCS THIOCEKPelHeH MHILeBAPHTEbHbIX
¢depmentos. Mimeer MecTo cTeaTopesi: YacThbiil OGHILHBIH
XKHPHBIH HeO(OPMJIEHHBIH CTYJI C HENPHATHBIM 3aM1aXOM.
YacTo BuISIBJISIETCS TeNaTo- U CIIJIEHOMEraJtsl, [OJHITO3bI
KHIIEYHHKAa M BbillaflaHke TNpsMoH KHIIKH. OnucaHbl
cilyyad GWJIMAPHOrO H IOPTAJbHOTO LHMPpPO3a MeEeYeHH.
[Ipy acumnTomMaTH4YecKOM Te4yeHHH 3abojieBaHHA Y
eIMHHYHBIX OOJIbHBIX HeT MpOsBIeHHH (epMEeHTHOH
HejlocTaTouHoCTH. Hapsily ¢ 9K30KpHHHBIMU HapyLUeHHMH
4acTo CTpajlaeT U SHJAOKPHHHAS (DYHKLHS MOKeIyI0YHOH
KeJiesbl, 4TO TPOSIBJISETCS] PAa3BHTHEM Y HEKOTOPBIX GOJIbHBIX
caxapHoro auabera [55]. Co cTopoubl yporeHHTanbHOrO
TpaKTa y B3pocJblx 60sbHbIX MB onmcaHbl ciyyan moue-
KaMeHHOH Gosie3HH. Y MEeHUIMH YacTO BO3HHKAIOT 3HJIO-
KpHHHbIe HapyIIeHHs 110 THITy JHCMEHOpPeH ¥ aMeHOpeH,
Yy MYXXYHH BbisiBJIsieTcsi asoocrepmusi. [loyTH Bo Becex
HabuoeHusix MB oTmeuaercs Hanmuue aedopmanuii
MMO3BOHOYHHKA 110 THITY KM(o3a U cKosHosa [62]. TTocto-

‘SIHHBIH TpHeM aHTHOaKTepHAJIbHBEIX H IPYTHX MPernapaTos

6osbHbIMM MB TIpDHBOAHT K PasBHTHIO CeHCHOHJIM3ALMHU
KaK K JieKapcTBeHHbIM ¢opMaM, TaK H K ObITOBHIM
ajylepreHam, TIpOSIBJIEHHEM KOTOPBIX SIBJISIIOTCS YacThbie
KOXXHbI€ BBICHITTAHHSI.

PentreHosiornyeckue M3MeHeHHs B JIETKHX B3POCJBIX
GosmbHbIX MB HecneuuduuHBl M ONpefessiOTCS Xapak-
TEpOM BTOPHYHOrO BOCMaJHTeJibHOro mnpouecca. Yacro
BCTPEYAIoTCs yCHJIEHHE H ilehopMaLHist JIETOYHOT'O PHCYHKa,
TpHYeM JIeTOYHbIH PUCYHOK ObIBAeT TSXKHCTBIM IIPH Ipeos-
JIaJJ]aHHU [TepHOPOHXHAJIbHBIX H3MEHEHHH, CeTYaThiM — IMpH
BOBJIEYEHHH B MPOLIECC NepHALHHAPHBIX H NepPHJI00YISPHBIX
3/1IeMEHTOB COeIHHHTEJIbHOH TKaHH. KopHH Jlerkux paciiu-
peHbl, OTMeYaloTCsi HH3KOe CTOsSIHHE H HeNoCTaToYHast
MOJABHXKHOCTb AHadparMbl, ynjolieHHe ee KynoJa. Hacto
BBISIB/ISIIOTCH GPOHXO0- M GPOHXHOJIOIKTA3bI, JIOKAJH3YIOLIHECS
KaK B HIXKHHX, TaK U B BEPXHHX 051X 060ux Jerkux [42].
C uIHpOKHM BHeJIpeHHEM B KJIHHHYECKYIO PaKTHKY JHar-
HOCTHYECKOH H JieueGHOH 6POHXOCKOIHH ¢ TIPOBeIeHHEM
6poHxoasbBeodisipHoro nasaxa (BAJI) nosiBuimcs Heele-
JIOBaHHS, MOCBSIILEHHbIE H3YYEHHIO COCTOSHHS GPOHXOB Y
Gosbubix MB [3,16,18,66]. Kax npasuiio, BhISIBASIOTCS
BOCITAJIMTEJIbHble H3MEHEHHS Pa3IHyHOH HHTEHCHBHOCTH:
OT OrpaHHYeHHOro KaTapajbHOro 10 AHddy3HOro rHoMHHOro
aH06poHxHTa. O4eHb XapaKTepHbIM IPH3HAKOM XPOHHYeC-
Koro GpoHxuta mpu MB sBisercs HajHuHe CJHM3HCTO-
FHOMHBIX MJIH THOHHBIX NMPOGOK, PacrojIoXKeHHBIX B YCThSIX
pacluMpeHHbIX 6pOHX0B. BpoHXHAIbHBIH CeKpeT o4eHb BA3KHIA,
YacTo pacrioyiaraeTcsi B BU/e LIMPKYJISIPHBIX I10J10C Ha CTEHKaX
Tpaxen H OpoHxoB. OTmeuaercsi NoBbllLIEHHAsi KPOBOTO-
YHMBOCTb CJIM3HCTOM 060s0uKH. Bobliee UHCIO HeceIoBaHHH
KacaeTcsi MeToaukH mnposenenuss BAJI y GosbHbix MB.
T.E.I'em6uiikast ¥ COaBT. MPOBOJAHJIH AHATHOCTHYECKYIO
GPOHXOCKONHIO TapasieibHo ¢ BbinonHeHneM BAJI ft’l].
L.M.Taussing et al. oTMeyanH MOJIOXKHTEJIbHYIO POJIb
BAJI B neuenun MB, pexomenzaysi ee 60JIbHBIM cTaplie
17 mer. ABTOpbl TNpejaraloT OPHTHHANbHYIO METOAHKY
BAJI: xwuakocts BAJI 3abupaercsi mnocJjie BBeHEHHS
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9HA06POHXHAJNbHO MHHHMAJIBHOTO 00bema (mo 40 wmua)
4—10% pactBopa auermauncrenta [66]. R.M.Millis et al.
COYETAJNH JHATHOCTHYECKYIO H Jie4eOHYI0 GPOHXOCKOIHIO,
BBOJIS 9HI06POHXHAJBHO aHTHOAKTepHa/lbHbIe H MYKOJIHT-
nueckue npenapatsl [54]. R.P.Altman et al. yepes 40
MHHYT nocJie npoBefeHHoro BAJI pekomeHayioT npose-
JIeHHe TIOCTypasibHOro jipeHa)<a. ABTOpaMH OTMeyalics
TOJIOXKUTENbHBIH (KT TMpoLEeypsl, 3aK/II0YaIOLIHHCA B
0CBOGOXK/IEHHH TPaXeoOPOHXHAJIBLHOrO jiepeBa OT TIycToro
psiskoro cekpera [16]. HccienoBanue KietTox Gponxo-
aNbBEOJISIPHOTO TIPOCTPAHCTBA TPOBOJHMTCS IVIaBHBIM 0O-
pasoM Ha Marepuaje MOKpoThl. [lokasaHo, 4To B MOKpoOTe
GonbHbix MB npeobiagaior nonuMopdHosiepHble JIEHKO-
uuthl [54]. PepmenToXxHMHYECKOE HCC/Ie[OBAHHE MOKPOTBI
BBISIBHJIO JiHcOajiaHe MeX/y rpaHyJ/IoLMTapHBIMH NpoTea-
samu [53]. Hapsiny c riiy6okumu paspa6oTkaMi B 06J1aCTH
reHeTHYEeCKOro M 6GHOXHMMHYecKoro ucciemnoBaHus MB,
MMeIoTCs JIMLIb €JIMHHYHbIE paGoThl, MOCBSLIEHHBIE H3YyYe-
HHIO LIATOJIOrHYECKOro COCTaBa U MHKPOGHOJIOTHYECKOTO
npoduisi GPOHXHAJIBHBIX H GPOHXO0AIbBEOJISIPHBIX CMBIBOB,
B KOTOPBIX MMOKa3aHO, YTO IHTOJIOTHYECKHE H3MEHEHHS B
6poHXOa/NbBEONIPHOM TMpocTpaHcTBe y GoabHeix MB
COOTBETCTBYIOT BbICOKOH CTEMEHH LHTOJIOTHYECKOH aKTHB-
HOCTH XPOHHYECKOTO HecrelH(pHYecKoro BOCIalHTeIbHOro
rnpolecca U XapaKTepH3YIOTCSI HH3KOH YKH3HeCIIOCOOHOCTHIO
KJIETOK, IOBBIIIEHHBIM LIUTO30M, BEICOKHM COJIepXKaHHEM
HEHUTPO(PUJIOB M KIETOK GPOHXHAJbLHOTO SMHTEJHSI TPH
Pe3KOM CHIXKEHHH JIOJIH albBeoJIIPHBIX MaKpodaros.
[TpH uMTO6AKTEPHOCKOITHYECKOM HCCJIEIOBAHHH BBISIBJISIOCH
3HAUUTEJbHOe KOJHMYEeCTBO MOJMMOP(GHOH MHKPO(IIOpPHI,
pacriosiaraiouieicsi B BUie CBOOGOJHBIX KOJIOHHH, BHYTPH
SMHTeJNHANbHBIX KJIeToK U (arouutos [3].

Hau6osbuine Mopdosiornueckie H3MeHeHHs y GOJIbHBIX
MB BHIABJIAIOTCS B JIETKHX. AHAaTOMHYECKH CTPYKTypa
JIETKHUX y HOBOPOXJEHHbIX GosbHbIX MB He HameHeHa,
OJIHAKO 10 Mepe MporpeccHpoBaHHsl XPOHHYECKOro Bocna-
JIMTEJIHOTO Mpoliecca pa3BUBaloTcsi rpybbie pHOpo3HbIe
H3MeHeHHsl, CTEeHO3 JMCTaJbHBIX GPOHXOB H (HOPMHPO-
BaHHe GpoHxoskTa30B [27]. OnucaHsl MopdosorHyecKue
M3MEHeHHs] JIETKMX M0 CTafiHfM XPOHHYECKOro BoCIa-
JIMTEJIbHOrO Tpoliecca B Jerkux. B HauanbHOH cTaguu
3aboJieBaHHsi KpYMHble H cpejiHHe OpOHXH cojepxKaT
CJIM3HCTO-THOMHBIH CeKpeT. DMUTEJHH, B KOTOPOM HapyIlIeHOo
COOTHOLIIEHHE PECHHTHYATbIX M GOKaJOBHIHBIX KIETOK B
CTOPOHY THMMNEPIJa3HH TOCJe[HHX, - pacroJjaraercsi Ha
yTOJILIEHHON 3a cueT oTeka MemGpane [52]. Cimsncras
060J104Ka M MOACITH3HCTHIH cJIOH GPOHXOB rHIlepBacKy/is-
pusMpoBaHbl, AH(GQPY3HO M 0YaroBO HH(HILTPHPOBAHBI
JUM(OrHCTHOLMTAPHBIMU 3JleMeHTaMH. CJIM3HCTbIe YKeJiesbl
MOJACJAM3HUCTOrO cjosi pe3ko rumeprpodupoBanbl. B
pasBepHYTOH cTajuH 3a60JIeBaHHS CJIHM3HCTO-THOHHBIA
cekpeT obpasyeT cJlenKkH GPOHXOB, TECHO CBsi3aHHbIE CO
CJIU3HCTOH 060JI0YKOH, YTO 0CO6EHHO BhIPaX<€HO Ha YPOBHE
MeM6paHO3HbIX GPOHXOB, MOJHOCTBIO OGTYPHPOBaHHBIX.
[Tepu6GpoHXHANBHO ONpPEeNeNsIOTCS BbipaXKeHHbIe BOCIAJIH-
TesbHble My(Thl. Y4acTKH rpaHyJaHpyioliero 6poHXuTa
yepelyloTCs C yYyacTKaMM CKJaepoTHyeckoro. Buipaxena
aTpo(Hsi MbIILIEYHEIX BOJIOKOH. JleroyHas napeHxuma sMpu-
3eMaTo3HO H3MeHeHa. B TepMUHa/IbHOH cTaiMK 3a6oieBaHHst
napajJjielIbHO HapacTaloT THOHHble M aTpoduyecKkHe

rpouecchl: 6pPOHXH, 0COGEHHO AHCTAJbHbIE, NPEACTABJISIOT
co60# MOJOCTH ¢ HCTOHYEHHBIMH CTEHKAaMH, 3alloJIHeH-
Hble THOWHBIM COJAEPXXHMbIM. B JserouHoit napeHxume
onpezeJisieTcst GoJIblIOe KOJHYECTBO MHKPOaGCLEecCoB H
KHCT, 30Hbl BOCIAJIEHHS OKPYKeHbl OCTaTKaMH MbILLIEYHO-
3/1aCTHYECKOr0 KapKaca H aHIMOMAaTO3HBIMH CTPYKTY-
pamu [18,42]. M.Dovey et al. ¢ momolpio TpaHCMHC-
CHOHHOM 3JIEKTPOHHOH MHKPOCKOITHH HCCJIeJOBAJIH ayTO-
TIcHiHbIe JierkHe 7 B3pocublx, ymepmux ot MB. Bouin
BBISIBJIEHbl TOJIbKO HecneuuduyeckHe H3MEHEHHs LHJIH-
apHOTo amnrnapara, rMInepriiasus GOKaJOBHAHBIX KJETOK,
yBeJHyeHHe a6COoJIIOTHOrO YHCja HeHPOIHIOKPHHHBIX
KJIeTOK, OTMeyaJjiach BblpaXKeHHasi JIeCKBaMallHsl pecrupa-
topHoro snutesnsi [38]. Mopgomerpruueckoe 3/EKTPOHHO-
MHKDOCKOITHYECKOe HCCJIe[IOBAHHE HA3aJIbHBIX TOJIHIIOB Y
B3pOCJBIX MalyeHToB ¢ MB BBIABH/IO MOBBILIEHHOE KOJIH-
YecTBO TYYHbIX KJIETOK, KJIETOK SHIOTEJHS, JHUM(OUMTOB H
ria3MoLuToB. XapakrepHo# it MB okasanachk jierpanyJisiiust
TYUHBIX KJIETOK, KoTopast otMeuanack B 30%, yBeJHYeHHbIM
0Ka3aJioCh W YHCJIO MEJIKHX IpaHyJl, BaKyosleH W JIMITHIHBIX
ten [41]. BeipaXkeHHOCTb MAaTOJOTHYECKHX H3MEHEHHH B
TIOJDKEJTYIOYHOH JeJie3e OblBaeT PasIMYHOH H 3aKJI0Yaercs
B COYETaHHH aTPO(HH XKeJIe3HCTOrO SMHTEJIHS U paspacTaHHsl
COEIMHHUTENIbHOH M YXHPOBOH TKaHH, YTO NMPHBOAMT K THIIO-
CceKpelLHH NHLIeBapHTe bHBIX pepmerTos [67]. Ananoriunbie
H3MEHeHHsl BBISBJISIOTCS B CJIOHHBIX Kesesax [28]. Van-
Haren E.H. et al. npu npoBeneHuH yJabTpasByKOBOTrO H
(pyHKLHOHAJIBHOTO HCCJ/Ie/IOBAHHS MO/KeJTyI0UHOH JKeJlesbl
Y BOCbMH B3POCJIBIX MMALMEHTOB BhISIBHJIH CHHXKEHHE 9K30-
KPHHHOH M SHJIOKPHHHOH (PYHKIMH, CONpPOBOXKAAKOLLEeCs
yMeHbIlIeHHEeM Pa3MepoB H SXOIUIOTHOCTH TOJKeTy/I0YHOH
xeJsessl. YacTo oTMeyasiach XKHpoBast AUCTPODHS NeyeHH
¥ MHOKap/ia y B3pocibix Goubhbix MB [67]. C.Ciofu et al.
TIpH NPOBEIEHHH KIHHHKO-aHaATOMHYECKOr0 HCCJIeI0BaHH S
GoapHbix ¢ MB ormeuann B 10% HabmogeHHi cremy-
duunble ans MB namenenus neyeny (6uiuapHeIi LPPO3
M 3aKyIopKa MeyeHOYHbIX MPOTOKOB). ABTOpbI CYHTAIOT
HaJMuyHe >XHPOBOH HJH THAPONHYECKOH AHCTPOPHH
TIeYeHH TPH MPOBEJEHHH THCTOJIOTHUECKOTro HeCJe/IOBaHHS
6HONTAaTOB TMEeYEeHH Yy JeTeH MepBhIX TPeX JIeT XKH3HH
KpaiiHe HeGJIaronpHsiTHBIM 118 TeyeHuss MB [30].

Jleuenne GosbHbIXx MB saBAsieTcss KOMIJIEKCHBIM H
BKJIIOYAaeT TaTOreHeTHYeCKYI0 3THOTPOMHYIO Teparuio.
Takoe JleueHHe MpeariosaraeT BMeIIAaTeJbCTBO Ha 6HOXH-
MHUYecKoM ypoBHe (reHHas Teparnusi), MyKOJHTHYECKYIO,
aHTHMHUKPOOHYIO Teparuio, Mo3BoJsIoLlyl0 GOpoTbes ¢
6aKTepHaJbHLIM BOCMAJHTEBHBIM MTPOLECCOM B JIETKHX,
HMMMYHOMOAYJIHPYIOLLYIO, TOPMOHAJIbHYIO, AHeTO- H (u-
3MoTepanuio, JeuebHylo ¢usKyabTypy. OHO JOJIKHO
TPOBOJUTBCS HA IMPOTSIKEHHH BCeH JKH3HH GOJIBHOrO
[34,35,37,64,65,69].

JlueToTepamnusi BKJIOYaeT TMoJydyeHHe O6OJbHBIMH
GoraToii GeJIKOM JIErKOyCBOSIeMOH KaJIOPHHHOM IMHLIH C
opraHHyeHHeM »Xupa. Jlns yaydileHHsl MHIIEBApPeHHS
[I0Ka3aHbl BBICOKHE J103bl (DEPMEHTOB MOKeJy0uHOH
xedqessl [10,63]. MTuua go/mkHa npuHkuMatbes 4—6 pas
B JleHb HeGoabIIMMH mopuusaMH. [IpH MoBbILIEHHOH XKeJTy-
JIOUHOM CeKpelHH, BCTpedalolleics MAO0BOJIbHO HacTo Y
GompHbIXx MB, nmokasaH npueM npernapaTtoB THMA LHMe-
tuauna [10]. Jlns yaydineHusi o6MeHHBIX MPOLIECCOB B
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pauMoOH BKJIOYAlOTCS MOJMBHTAMHHHBIE Tpenaparhl.
dakTHUeCKH Yy BceX GOJIbHBIX OTMeYaeTcsi XpOHHYecKas
jeroyHasi HH(peKUMs, O4eHb YaCThl OCTphble peclHpa-
TOpHBIE BHpYCHble HHpekuuu. B nerckom Bospacte
6onbHbBIX MB Heo6XoaHMMO HMMYHH3HPOBAaTb IPOTHB
KOKJIOIIa M KOpH. B3apocsbiM mnauueHTaMm IoKasaHa
NMPOTHBOTPHIINIO3HAs BaKUMHALMA, OCOGEHHO BO Bpems
snuaeMHi. 3a py6ekom Obljla M3roTOBJIEeHA M IpolIa
ucnbiTaHye y 6osbHbix MB BakiyHa npotHB Pseudomonas
aeruginosa, KoTopasi, OHaKo, He Jlajla MOJIOXKHTeJIbHBIX
pesyabratoB [65]. IIpi MH(DEKUHOHHBIX OCHOXKHEHHSX,
BbI3BAHHBIX 30JI0THCTHIM CTa(HIIOKOKKOM, MPOBOJSIT TeParHtio
aJIeKBaTHBIMH [103aMH (DJIyJIOCALHIIJIHHA H 9PHTPOMHLIMHA,
MpH BbIIeJ€HHH Y GOMbHBIX reMOpUIILHOH MaOYKH XOpo-
IHe pesyJbTaThl JAalOT aMOKCHUHJUIHH, TeTPalHKJIHH,
1edaJocnopHHbl, KOTPHMOKCA30/ HJIH SPHTPOMHIIHH.
Y HeKoTOpbIX 60JbHBIX 3(deKTHBeH XJopaMpeHHKO;
ajleKBaTHa KOMOMHALHS aMOKCHUMJIIMHA B COYETAHHH C
KJaBYJIaHOBOH KHCJOTOH BCJIEICTBHE BhIpaXK€HHOTO
uHru6upyiouero a¢gdexra Ha GeTa-1aKkTamMasbl, NPHCYT-
CTBYIOLLHE B 3HAYHTEJIbHBIX KOJIHYECTBaX B GPOHXHAJILHOM
cekpere. [Ipu TsKesoM GaKTepHaJbHOM BOCHAJIEHHH,
BHISBAHHOM CHHETHOWHOH MaJIouKOH, peKoMeHAyeTcs
BHYTPHBEHHOE BBeJleHHe aMHHOIJIMKO3H/IOB B COYeTaHHH
¢ KapGeHHLHJUIMHOM, THKAapLUHJ/UIMHOM, a3JIOUHJIHHOM
WK e Ta3HANMOM NPH TOCTOSHHOM MOHHTOPHPOBAaHHH
YPOBHS1 aHTHOHOTHKOB B KPOBH, KOTOPbIH JIOJI?KEH COCTAB-
asitb 8—10 mr/ma uepes 16 MuHYT nocjie BBeleHHs
[47,65]. Uepes 10—14 pueil mocse mapeHTepasbHOro
BBeJleHUs] aHTHOHOTHKH TPUMEHSIOTCS HHraJSIHOHHO
NMOCPe/ICTBOM YJ/IbTpasByKoBoro uHrasisitopa [45,46]. C
LIeJIbI0 YJIYYIIeHHsT MYKOLIMJIHAPHOTO KJIHpeHca W obJer-
YeHHS] OTXOXKJEHHS MOKPOTBI NPHUMEHSIOTCS WHTaJISLHH
THIIEPTOHMYECKOTO pacTBopa xJopuaa Hatpusi, 4% pac-
TBOpa THApPOKapOOHaTa HATpHs, aUeTHJLHCTeHHa, Ou-
COJIbBOHA, MYKOMHCTa H XeMmoTpurcuHa. O6s3aTesibHO
npuMeHeHHe GPOHXOMHIATHPYIOUHX H MYKOJHTHYECKHX
TabJeTHPOBAHHBIX MpenapaToB. XopollHe pesyJbTaThl
TMOJIy4€eHbl IPH HHraNSLHOHHOM NPHMEeHEeHHH aMHJIOpH/a,
AT® ypupuntpudocdarta 1 peKoMbHHATa HeJOBeYeCKOH
JIe30KCHPHOOHYKJIea3bl [34,37]. Muorumu MccsieoBaTeNSIMH
H3y4aJsiach poJib PHMEHEeHHsT KOPTHKOCTEPOH/IOB Y GOMbHBIX
MB, oziHaKo He MOJy4YeHO IOJIOMHTEJbHBIX Pe3yJbTaToB
npH KoMOMHALKMH HX ¢ aHTHOHOTHKaMH. B sToi cBssH
HasHayeHHe TJIIOKOKOPTHKOM/IOB DPEKOMEH/IOBaHO JIHIlb
GONIBHBIM C HaJM4YHeM aJlJIepruyeckoro GpPOHXOMYJbMO-
HaJlbHOro acrepruiuiesa B joze 20—30 Mr B CyTKH B
MepecyeTe Ha Mpe/IHU30JIOH B TeYeHUe Tpex Hejelb [69)].
®usnorepanus u jJeyebHas GU3KYJIbTYpa ABJASIOTCH BaX-
HEHLLINM sJieMeHTOM obyydatolyx nporpamm. [TocTypaibHbli
ApeHa)K BbIIOJIHsIeTCS 2—4 pasa B JIleHb H 3aKJio4aercs
B 9HEPrMYHOM [OXJIOTILIBAHHH CJIOXKEHHOH “J10104KOM”
PYKOH MO rpyaHOH KileTKe GOJBHOTO ¢ TMOCJefyIOLHM
HaKJIOHOM TYJIOBHIlAa BHH3, 3a CUeT Yero IPOHMCXOAHUT
MHTEHCHBHOE OTXOXK/EHHE MOKPOTHI, CKaIlJIHBalOLIeHCsl B
HHXKHHX OT/Iesiax JIerKHX. B ycJsioBHsIX cTaloHapa 60/bHbIM
PEKOMEH/LyeTcsl Macca< MbILILL TPYHOH KieTKH. Bapociibie
GouibHBle 06Y4aloTCA TEXHHKE (pOPCHPOBAHHOIO BbIOXA C
NepHoiiaMH peJiaKCallii H KOHTPOJIMPOBAHHOIO JbIXaHHS.
BaxkHyio poJib HrpaioT BBIJIOX Yepe3 COMKHYTbie ry6bl H

abixauue “xusorom” [44]. DJIeKTPO- H TEIJIONPOLE/y bl
HasHayalTCsl B MEPHOJ KIHHHYECKOH PEeMHCCHH BOCMa-
JIMTEJIbHOTO Mpolecca B Jerkux. Bousbiuoit uHTepec B
rnocJie/iHee BpeMsi B JieueHuu MB BbI3bIBaeT criesieoteparius.
OcHOBHBEIM JleueGHbIM (hPAaKTOPOM raJjionajaThl SIBJSETCS
CYXOH a3po3oJib XJIOPHAA HaTpHs, ob6pasyloliHHcs B
pesyJibTate AuddysHH ¢ coNsHBIX cTeH nanaThl. OcTalbHble
(akTOpBl rajsonanatel — TeMIepPaTypPHO-BJIAXKHOCTHBIH
pexkuM, rurnobakrepHalbHas U 6esasiiepreHHast BO3/AyLLIHas
cpejia, HachllIeHHAs a9POHOHAMH, TTOBBILLIEHHOE COfIepKAHHE
YIVIEKHCJIOTO ra3a — YBeJIMUMBAIOT caHupyioLmit sdexr [3,7].

JlerouHsle ocJlOKHEeHHsI, BCTpeyaouecs y 60JbHBIX
MB f0Bo/IbHO YacTo, JeyaTcsl TpajguLUHOHHO. [Ipu
Pa3BHTHH JIero4HOro cepua 60JbHEIM Ha3HaYaeTCsl OKCH-
reHoTepanusi, JUYpeTHKH B COYETAaHMH C IpenapaTamH
KaJius, cepieuHble raukosuawl. Ilpu HesaddexTHBHOCTH
reMoCTaTHYeCKOH TepanuM KpOBOXapKaHbsi, BCTpeyalo-
werocsi y 60% B3pocabix GonbHeXx MB, BhImomHseTcs
rnepeBsiska 6poHXHaNbHOH apTepuH. CrIOHTaHHBIH MTHEBMO-
TOpPaKC JIeUHTCS] KOHCepBaTHBHO. [IpH MOBTOPHBIX NMHEB-
MOTOpaKcax MK Hea(h(heKTHBHOCTH KOHCEepPBAaTHBHOM Tepa-
MUK BbIMOJIHseTes: TieBpakToMus [63]. Xupypruueckoe
JieyeHHe, 3aKJioyaloleecs B TpaHCIIaHTALMH KOMILIeKca
“nerkue—cepaue”, HasHayaeTcs G6onbHbIM MB B TepMu-
HaJIbHOW cTajiiH 3a6osieBaHHs. BbknBaeMocTh 6OJBHBIX
rocjie OnepalHH B TeYeHHe OIHOrO Trofa COCTaBJsieT
67%, B TeueHue nByx Jget — 56% [43,50].

HoBbiM 1 nepcrneKTHBHBIM MeTOOM JieveHHst MB siBnisieTcst
renHasi Tepanus [34]. TlepBolil KAMHHYECKHIT MPOTOKO
reHHoH Tepanmuu Ob1 yTBepxkjaeH B aBrycte 1990 r.
KomuteTom no Hagzopy 3a paboToi ¢ peKoMOHHAHTHBIMH
JIHK Hauuonaneusix MucTHTYTOB 310poBBst CIIA, 2 B
centsabpe 1990 r. nayata ero anpobauus. Metoauka
JIeYeHHs! 3aKJI04aeTcsi B BBEJEHHH B KJETKH MallHeHTa
HOPMaJIbHbIX €HOB C MOMOLIbI0 BEKTOPOB MOJIEKYJISIPHO-
GHOJIOTHYECKHX KOHCTPYKLHH, HCKYCCTBEHHO CO3/IaHHBIX
B 1a6OpaTOPHSIX Ha OCHOBE BHPYCOB, H3 HYKJIEHHOBBIX
KHCJIOT KOTOPbIX yJaJjieHbl HJIH MOAH(HLHPOBAHBI TeHbI,
onpeJieisiioLllHe HX MAaTOreHHOCTb H BCTaBJIEHB! JOTOJIHH-
TeJIbHblE T'eHbl, MPUAAIOLIHE 3TOH KOHCTPYKLUHH HY>XHbIe
cBo¥cTBa. BeKTOpBI COXPaHSIIOT CIOCOGHOCTD “MOPOAHBLIEro”
HX BHpyca NMpPOHHKaThb B KJIETOYHOE fpo, a B clydae
PETPOBHPYCHBIX BEKTOPOB €llleé H CHHTEe3HpPOBaTh CBOH
reHeTHUYeCKHi MaTepHaa B xpomocomst [11].

Takum obpasom, yayullleHHe AHArHOCTHKH H JIeYeHHS
MB, 1o MHEHHIO pa3JIMYHBIX aBTOPOB, 6€3yCJIOBHO BbI3bI-
BaeT onTuMH3M. OnHako jiedenne npu MB miurtesnbHo H
cocTaBJIieT BCIO JXH3Hb 60JbHOro, MO3TOMY €ro
o6s3aTeJIbHBIM KOMIIOHEHTOM JOJDKHA OBITb CaHH-
TapHO-NIPOCBETHTENbCKast paboTa, 3aka4yaiollascs B
pa3paboTke o6ydalolMX NporpaMm, CrelHajJbHOro
MHCTPYKTAXKa H [OMOLLH B [ICHXOJIOTHYECKOH H COLHaIbHOM
aflanTalHH.
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JI.A XKenrenuna, T.E.Iembuyrasn

COBPEMEHHBIE IOAXOAbI K JIEHEHHIO HH®EKIITMOHHOTIO
IIPOIIECCA IIPU MYKOBUCIIUIO3E (0630p autepatypsl)

BHHWH nynsmononornu M3 PP, Cankr-Tletepbypr

MyKoBHCLIH[(03 — YHHBepcaJsbHasl 3K30KPHHOMATHS,
XapaKTepH3yIOLIasicsi XpOHHUECKOH 0bCTPyKUHEH U HHpeK-

LHeH JbIXaTeJIbHLIX [MyTeH, HapylleH¥eMm IpOLeCCOoB

NULIEeBapeHHusi U ero nocjeJcTBHAMH. MyKoBHCLH03
OTHOCHTCSI K YrpoKaloLHM X H3HH reHeTHUeCKHM 3a6ouie-
BaHusM. Ero mporHos B fepByio ouepefb 3aBHCHT OT
TSDKECTH TIOpaXKEHHSI OpPraHoB JIbIXaHHs, B. laTorexese
KOTOPBIX OTPOMHYIO: POJIb -HTPAIOT HH()eKIHH, BbISBAHHEIE
30JI0THCTBIM CTa(hUIOKOKKOM H CHHErHOHHOH MaJIoYKOH.
Hapsiny ¢ sTuMu 6akTepHsiMH, B MOKpoTe 60JIbHBIX 4acTO
o6Hapy>XHBaloTcsl reMo(H/bHasl Majoyka, MHEBMOKOKK,
rpubsl popa Kaupmpa u acneprusibl. KpaiiHe pejko
HabJsofaeTcsi MOHOGAKTepHAJbHbLIH HH(EKUHOHHBIH
npouece. Kak npaBuio, BHpycHble HH(EKLHH MPELIECTBYIOT
HJIH COTPOBOXKAAIOT GaKTepHalbHOe MopaXKeHHe.
HauGonee Tsixkesoe TeueHue sabosieBaHHs M I1€CCH-
MHUCTHYECKHH IIPOTHO3 CBA3aHBI C MOSIBJIEHHEM Y 6OJIBHBIX
cuHerHoiiHoi uHpexuun [15,24,44]. B teyenne mepsbix
6 MecsieB OT NOsIBJIEHHST B MOKPOTE GOJIbHBIX CHHETHOHHOH
NaJoOYKH He yHaeTcsi OGHApYXHThb CrelHpHYecKHe aHTH-
TeJla B KPOBH, YTO YKa3blBaeT Ha OTCYTCTBHE XPOHHUYECKOro

CHHErHOMHOr 0 rnpouecca B JIETKHX, a CBH/IETEJIBCTBYET O .

KOJIOHH2alluH 6p0Hxnaanoro JepeBa 3THMH 6aKTepHﬁMH.

[Ipy nosiBJIeHHH W HapacTaHHH THTPA MPOTHBOCHHETHOWHBIX
aHTHTeJl Tpoliecc NnpHobpeTaeT XpPOHHYECKOe TeueHHe.
Han6oJiee HebaronpHsaTHO NPOTEKAaeT XPOHHYECKasT CHHE-
rHoMHasi MH(eKUHUs,, o6ycioBJeHHass MYKOMIHBIMH LUTaM-
MaMHu 3THX 6aKkTepHi. ANrHHaT — 3K30MYKOITOJIMCaXapH/,
Bbife/IsleMblii STHMH GaKTepHSIMH, SIBJSETCS BaKHEHLIHM
‘(hakTOpoM BUPYJIEHTHOCTH. MHKPOKOJIOHHH CHHErHOMHOH
MAJIOYKH, TIOKPBITHIE- AlITHHATOM, MPAKTHYECKH He IOCTYITHbI
JEHCTBHIO AHTHOHWOTHMKOB, YTO 3HAYHMTEJIbHO 3aTpyAHSIET
Tepanuio ¥ 06ycJOBIMBAaeT HeGJaronpUsTHBIH MPOrHO3
3a60JieBaHUsI TIPH TMOSBJIEHHH MYKOHMHBIX LITAMMOB 3THX
axrepuii [12].

B GosblUMHCTBE CliyyaeB CHHerHoiHasi HH(peKLHs He
siBJIsieTcsl TMePBHYHOH TNPH MYKOBHCLHJO3€, 4acTo eH
NpeJecTBYIOT BUPYCHble HH(EKIHH, ocobenHo rpuni. B
sKcrepuMeHTe GbLIO MOKAa3aHO, UTO ajire3Hsi CHHErHOMHOM
NajouKH [POMCXOAUT Jierde, €cJH STHTeJUH IpejBa-
pHUTeJbHO OblJI TOpaX<eH BUPYCOM TpHIINa [36]. BuisiBaiena
TaKXXe CBSI3b MEXJly CE30HHBIM NMHKOM BHPYCHBIX HH(eEK-
IMH M YacTOTOH TMOSIBJEHHSI CHHErHOHHOH MalJloYKH B
MOKpOTe GOJIbHBIX MyKOBHCLIHI030M. Ho He To/IbKO BHpYCHBIe
HH(EKUHH MOTYT MpeAlIecTBOBATh KOJNOHH3ALMH OpOH-
XHAJBHOTO flepeBa CHHErHOHHOH manoukod. B ombitax
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