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MykoBucyugos:
ygap cygbbbl UAU nocAaHue CBbiwue?

AJlLIlyxansckuu, I'B.llIMmapuHa

€OCHOK €Ie HE pPOJAUICH,

OH JJ4’K€ HE 3244T, HO POKO-

Basgd KOMOMHAIIUSI T'€HOB MO-
KeT o6peub €ro Ha CTPajaHusd
n cMmepTbh. Hacnencrsennsle 60-
JIE3HU — HEO0O03pUMOE MOJIE JIEs-
TEJBHOCTU IS PA3HOOOPA3HBIX
MHCTUKOB U MIAPAATAHOB. Hero
TOJIBKO HU TOBOPHUJIU O HACIELACT-
BEHHOW MATOJIOTUU: «DOXKbBA Ka-
pa», «Criaas», «pojloBOE MPOKJIA-
THE». Y3HAB O HAJTUYUM HACIECICT-
BECHHOTO 3200JICBAHUSA § CBOETO
pe6eHKa, NI01U OMYIAIT 6eccu-
nue. OHU TOHUMAIOT, YTO HET HU-
KaKOW BO3MOXKHOCTH HM3MEHUTH
I€HOTHUIT KAKJTOU U3 MHOTHUX MUJI-
JUOHOB KJIETOK OpraHuama. bo-
Jiee TOTO, OHU 3HAIOT, 4YTO 0O-
JIE3Hb, €CJIU JJAKE OHA HE NIPOSIBU-
JaChb y APYIUX YIEHOB CEMbH,
C BBICOKOM CTEINEHBIO BEPOATHOC-
TU MOJKET OBITh NepefaHa CIeay-
IOMUM ITOKOJIEHUSIM.

Ham gpyr m Kosiera zaMmedva-
TEAbHBIN (PPAHIY3CKUI MEAUATP
Kan Oenxenbcon (Jean Feigel-
son), y4acTHUK CONPOTUBICHUS,
repoil BOMHBI, KaBaJep OpJicHA
[ToyeTHOTO JErMOHAa U MHOT'UX
O60€BBIX HArPaJ, OTHAABIIUI Hosee
50 neT CBOEU MEJUIIMHCKOM Jes-
TEIbHOCTH JICYEHUIO OONBHBIX MY-
KOBUCIIUZIO30M, BCETJa MOPaXKa
OKPYXaIOMUX CBOUM HEUCCAKAE-
MBIM ONITUMU3MOM, KOTOPBIM YMET
34pa3UTh HE TOJBKO KOJIJIEr-Bpa-
YyeHr, HO U CBOMX MamueHToB. O6-
LIEHUE C HUM BCEJISIO YOCKIEHHUE,
YTO GUTBA HE MPOUTPAHA [0 TEX
Iop, MOKA Thl HE IPU3HAX Cebd
MOOEKACHHBIM, KOMIICHCATOPHBIC
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ITocBsmaeTcss JOKTOPY
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Anexcanop Jleonuoosuu Ilyxanscrxuii,
00KMOp MEOUUUHCKUX HAYK, npogeccop,
2NABMHBLI HAYUHBLIL COMPYOHUK Meduro-zene-
muuecKoz2o HayuwHoz2o yenmpa PAMH. O6-
JACTb HAYUHBLX UHIMEPeCO8 — UMMYHOL02U,
2enemura, o0uas NAmono2un, Hacaeocm-
gennbvie 00ne3HU, 20DUSOHMANLHbLE CEA3U
MeHCOY HaAYUHILMU OUCUUNIUHAMU.

Iaauna Bacunveéna Illmapuna, xanou-
0am MeOUUUHCKUX HAYK, 6€0VULULL HAYUHbLI
CoOmpPyorHux mozo xe yenmpa. Cneyuanucm
8 obnacmu 2enemurxu, UMMYHOLO2UU, Meo-
puu gocnanenus, Papmarxosioui.

BO3MOKHOCTHU OPraHM3Ma CYIIECTBEHHO OOJbIIE, YEM MOKHO OBLIO
MPEANONaTaTh PAHEE, 4 HAYKA MEAIEHHO, HO HEYKJIOHHO JIBIKETCS I10
IyTH Iporpecca.

B3rnap reHeTuka
I'paoooboes. CudopeHKo, NOKANCU UM, CKOJILKO ) HAC 3AKOH08. BOH CKOJlb-

KO 3aK0106! DMO y MeHA MONbKO, d CKOLLKO UX elje 6 Opy2ux mecmax!
A.H.Ocrposckuit «'opsauee cepaue». leiicrsue I, spnenue 2

MykoBuUCIIUJ03 (KUCTO3HBINA (PUOPO3) — TUIUYHOE aYTOCOMHO-PEIIEC-
CUBHOE 3400JIEBAHUE; B IEPEBOJIE Hd OOBIYHBIN A3BIK 3TO O3HAYAET, UTO
60JIBHOMY HE ITOBE3JIO U NATOJOTUYECKUN (MU MYTAHTHBII) I'€H PACIIO-
JIATAETCS B KAXKJOU U3 ABYX IAPHBIX XpOMOCOM [1]. Ero pogurenn — Tax-
JK€ HOCHUTE/IN MTATOJOTUYECKOTO I'€HA, HO 3TOT «HEJJOCTATOK» KOMIICHCH-
pyeTcs HOPMaJIbHBIM I'€HOM, PACIOJIOKEHHBIM B COCE/JHEIN TOMOJIOTUY-
HOI XPOMOCOME, B PE3YAbTATE YETO NPU3HAKOB OOJE3HU Y HUX HE Ha-
6monaeTcs. Y TaKOU POJUTENBCKOH MAPBl MOKET POJJUTHCH pEOEHOK, CO-
BEPLUIEHHO HOPMAJIbHBIN HE TOJABKO C MEJUIMHCKOM, HO U C I€HETUYeC-
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LlokTop YaH ®eiixenbCoH KOHCYAbTUPYET NaLMeHTa.

KO TOuUKHM 3penusa (25 mancos u3 100), ¢ 50-npo-
LIEHTHOI BEPOATHOCTBIO UX JETU OYAYT KIUHUYECKU
3I0POBBL, HO, TAK XK€, KAK U POJAUTEIN, OKAXKYTCA HO-
CHUTEJSAMHU MATONIOTUYECKOTO I'€H4; U, HAKOHEIL, CYIIe-
CTBYET 25-NPOLIEHTHAA BEPOATHOCTL POXKAECHUA
601bHOIO pebeHKa (puc.l). BnpoueM, K TaKOro posa
pacueraMm CAefyeT OTHOCUTBHCA C GONBIION OCTOPOXK-
HOCTBIO. [IpeacTaBbre cede, 94To BBl Kynuau 20 jore-
pENHBIX OMJIETOB, 4 BAIl COCEJ TOJBKO /BA, OJHAKO
MOKET TAK CAYYUTHCS, 4TO 004 €ro OGujaeTa BHIUTPA-
10T, 4 CPEJY BAIINX JBA/JJATH BLIMTPHIIIHBIX OGUIETOB
HE OKaXeTCsl BooO1e. HaM BCTpeuanucs cirydau, Kor-
[l B CEMbE U3 TPEX JETEN BCE TPOE ObIN OONBHBI MY-
KOBUCIHUAO030M. ECTECTBEHHO, BIIOJIHE BO3MOXHA
1 o6paTHAs CUTYaL U,

[TosmaraoT, 4TO MYKOBMCIMJO3 MOABWICA HA EB-
pOIIEMCKOM KOHTHMHEHTE npuMepHo 32 3000 sner jgo
HaIlleH 3pHl B CBA3U C MUI'PALUAMU HACEICHUA U U3-
MEHEHHUSAMH YCIOBUM NMUTAHUA, XOTSI CaMa MyTallud
BO3HUKJIA IOPa3fo paHbpuie [2, 3]. IIpeanonoxenus

BonbHoin MB

HOCKUTENb

HocuTesNb 3[10pOBLIA

Puc.1. Y Hocuteneit natonornyeckoro reHa CFTR moryT po-
AUTbCA Kak 6oNbHble, TaK W 30pPOBble AETU.

O TOM, YTO MYKOBHMCLHM03 IPEJCTABIAET COOON Ca-
MOCTOATENBLHOE 3d60I€BAHUE CTAIU MOABIATHCA J10-
craTouyHo gaBHO. Eme B XVIII B. 0jHA U3 MEJUIIUH-
CKUX CTaTel, Bpimemas B HIBeiinapun Ha HEMEIIKOM
A3bIKE, ObIA 034rJIaBl€HA Tak: «[ope pebeHKy, ecniu
IIPH TOLeNye B OPOBb OIYIMAETCA CONEHBIIN BKYC, I1O-
TOMY KaK OH HECET B ce6e NMPOKIATHE U CKOPO YM-
per». HeT HUKAKUX COMHEHUI, YTO PEUb B HEU UIET
HMEHHO O MYKOBUCLUL03€. OKOHYATEIbHO MYKOBUC-
IU03 OBUT UAECHTU(PUIUPOBAH KAK CAMOCTOSTEIb-
Had 6071e3Hb B 1938 1. 6nmarojgaps paboTe aMepUKaH-
CKOro narosora u spava Jloporu Augepcen (Dorothy
Andersen), KOTOpas HE TOJBKO AETAJIBHO OIHKCAIA
KIMHUAKY U [TATOJIOTUYECKYIO aHATOMMIO 3TOTO 3360-
JIEBAHUA, HO U YOEJAUTENLHO JIOKA34/1d €0 HACIE/CT-
BCHHYIO NpUpoay. OJHAKO MYTAHTHBINA I'€H MYKOBHUC-
11032 ObI OOHApYXKEH aullb B 1988 1., mosiseka
CITyCTS TOCJIE KIACCUYECKOTIO UCCIENOBAHUA AHJED-
ceH. CerofiHsA Mbl 3HA€M, YTO 3TOT I'€H OTBETCTBEHEH
332 (POPMUPOBAHME MOHHOI'O KaHajld, BCTPOEHHOI'O
B MEMOpaHy 3MUTEIUAIBHBIX KIETOK. [ng ero obo-
3HAYEHHUSA HCIIOJL3YIOT AHIVIMICKYIO a60peBUATYpYy
CFTR (cystic fibrosis transmembrane conductance
regulator) mim pexe pycckoe cokpameHue MBTP.
Cpasy MOSAICHUM, YTO B T'€HETUKE HA3BAHUA OT/EJ]b-
HBIX I'€HOB IIPUHATO /1aBATh KYPCUBOM, YTOOBI OTJIHU-
YUTH UX OT HA3BAHUII NIPOAYKTOB (OEJIKOB) 3TUX Te-
HOB, KOTOPBIC JAIOTCSI OOBIYHBIM MPUPTOM.

bBenok CFTR, pyHKIUA KOTOPOTO — TPAHCMEMO-
PAHHBIA TPAHCIOPT MOHOB XJIOPA, MPEACTABIAET CO-
6011 MOYTU CUMMETPUYHYIO CTPYKTYPY U3 TPEX JIOMe-
HOB. TIepBBIil U BTOPOU [AOMEHBI (TAK HA3LIBAEMBIE
HYKJIEOTHU/I-CBA3AHHBIE JOMEHBI), KOTOPBIE, COOCTBEH-
HO, U1 06PA3YIOT MOHHBIM KAHAJ, COCTOAT KAXK/JbIA U3
MIECTH TPAHCMEMOPAHHBIX y4aCTKOB. [locnennue ac-
COLIMUPOBAHBl C IJAAT(POPMOI, UMEIOMEN YyIACTOK
caspiBaHus AT®. TpeTuil JOMEH BBIIONHACT (PYHK-
nuio peryasaropa (R-gomen). OH cnoco6eH, nogooHO
IpOOKE, IEPEKPBIBATD KAHAJI, /I OTKPBITUSI KOTOPOT'O
HYyKHA 9HEPrus. Ee kaHaa mojydaer nyTeM NpUCcoein-
nenua AT®. B pesynsrare npoucxoaut ¢ochopunn-
posanue R-goMeHa, M KaHan OTKpPBIBAETCA (puC.2).
ITOTOK MOHOB XJIOPA YCTPEMIIAETCA MO NEKTPOXUMU-
YECKOMY T'PAJUEHTY U HE TPEOYET NMPUBICYECHUS JO-
MOJTHUTEIBLHON SHEPTUH, YTO XAPAKTEPHO HE TOJBKO
g CFTR, HO M 1 IPYTUX MOHHBIX KaHATOB. TakUM
06pa30M, HANIPABJIEHHUE JBUKEHUA NOHOB 3aBUCUT OT
PA3HUIBI UX KOHIIEHTPAUA BHYTPHU KJIETKUA U BO BHE-
KJIETOYHOM IIPOCTPAHCTBE.

Ceroansa ussectHo 6osee 1500 pasHOOOGPA3HBIX
MyTauui B rene CFTR. BONbITUHCTBO UX BCTPEUYAETCSA
JOCTATOYHO PEAKO, OJHAKO €CTb HECKOJIBKO MYyTALlUH,
XapakTepHbIX aaa 3JanaaHoi Esponer u Poccum.
M3 HHUX 4Yame BCETO OOHAPYKMUBAETCA MyTallUAd
F508del, unu, kak ee 06BIYHO 060O3HAYAIOT B KIUHU-
yeckux paborax, AF508. BONbMIMHCTBO MyTALUN
NPUBOAUT K HAPYHIEHUIO CTPYKTYPBI HYKIEOTH/I-CBSA-
3dHHBIX U PETYIATOPHOIO JOMEHOB [4]. MyTanuu 06-
HAPYKEHBI KAK B KOAUPYIOMUX, TAK U B PETYIATOPHBIX
y4acTKax reHa CFTR u nojpoOHO U3ydeHBL. XOPOIIO
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HU3BECTHO, B KAKUX CIY4aAX MMEET MECTO TOYEYHAA
34M€HA OJHOT'O HYKJICOTHUAA HA JPYI'OH, B PE3Y/IbTATE
YEro U3MEHEHHBIN KOJOH HAYMHACT KOAUPOBATD APY-
I'VIO AMMHOKUCJIOTY (MUCCEHC Myranus). M3BeCTHB
MyTAUMUU C IIOTEpen (Jejenuein) Wik BCTABKON (MH-
CEPIUEN) AOMOTHUTENBHOI'O HYKJIEOTUA CO C/IBUTOM
PAMKM CYMTBIBAHUA WIM O€3 TAKOBOTO, 4 TAKXKE TAK
Ha3bIBAEMBIC HOHCEHC MYyTALMU (TOYECUHAA MYTALlus,
BeAylasg K IIOABJICHUIO CTOI-KOJOHA, B PE3YIbrarTe
YEero IPOUCXOJUT IPEKLEBPEMEHHAA OCTAHOBKA
CUHTE3A KOJUPYEMOTO O6€Ka). B 3aBUCUMOCTH OT TO-
ro, KaKO€ BIUAHUE OKA3BIBAECT JAHHAA MyTallud Ha
¢ynknuio 6enka CFTR, ee OTHOCAT K TOMY UK UHOMY
KJIaCCy U CYMTAIOT «TAKEIOU> UK «MATKOM»>. Tak, My-
TALUU, IPUBOAAIINE K HADYLUICHUAM CUHTE3A IIPOTECHU-
Ha, €r0 TPAHCIOPTA, 4 TAKKE PEryainuu (PyHKIIUU
XJIOPHOTO KAaHa/1d, OTHOCAT K TSXKEJIbIM MYTALUAM.
MyTanuu ke, B PE3YABTATE KOTOPBIX HAPYIIAETCA
MPOBOJAUMOCTDb KAHAJI4, CHUKAETCA KOJUYECTBO WU
CTa0UIBHOCTb BCTPOCHHBIX B KIETOUHYIO MEMODPAHY
KaHAJI0B, CYUTAIOT MATKUMU (puc.3). HecmorTpsa Ha
6OMBIIOE KOMUYECTBO PabOT, MOCBANEHHBIX CBSA3U
MEXKIY BHULOM MYTALUU M KIMHUYECKUM TEYECHUEM
MYKOBUCIIUJI034, UX IPAKTUYECKASA IIEHHOCTbL HEBE-
nuKa. [TONBITKK CBA3ATh TAXKECTb TEYEHUA 3460J1€BA-
HUA C OTJCJIbHBIMU MYTALUAMU HE AAJIU yIOBIECTBO-
PUTEIBHBIX PE3Y/IbTATOB, XOTA U IPU3HATb UX COBEP-
MIEHHO OE3YCHEMHBIMU TAaKXKE Hemb3d [5]. Cerogns
obHapyxeHUe MyTauuil reHa CFTR UMEET TJIABHBIM
00pa3oM JUArHOCTHUYECKOE 3HAYEHHUE, OCOOEHHO
B CJIy4a€ CMA3AHHOM KIMHUYECKOU KAPTUHBI.

XOTsl pOJb HAPYWEHUA TPAHCMEMOPAHHOIO
TPAHCIOPTA XJI0Pd B IATOI'€HE3€ MYKOBUCLIUL03a HE
BBI3BIBAET COMHEHUMU, 3TOT AEMEKT HE MOXKET OOBAC-
HUTb BCETO MHOTIOOODPA3UA KIMHHUYECKOU KAPTUHBI
3abonepanud. KIMHHUIDUCTAM XOPOWO H3BECTEH
(paKT, YTO y HOCUTEIEH OJJHOU U TOM XK€ MyTALUH, -
K€ €CIM OHA HAXOJUTCSI B I'OMO3UIOTHOM COCTOS-
HUU, 00JIE€3Hb MOXET IPOTEKATD O-Pa3HOMY. M3 3TO-
IO JIETKO CHEJIAThb BBIBOJ, YTO CYILECTBYIOT JAPYIHE,

BHEK/ETOHYHOE NPOCTPaHCTBO
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BHYTPWKNETOMHOE NPOCTPAHCTBO

Puc.2. Cxema cTpoeHus noHHoro kaHana CFTR.

B TOM YMCJIE U F€HETUYECKUE, MEXAHU3MBI, ONpejie-
JIAIOIME UHAUBUAYAJIbHBIE OCOOCHHOCTU TEUYCHUS
MYKOBUCLU/I03d, U3YUYEHUE KOTOPBIX BAXKHO HE TOJb-
KO /U1l CO3/JaHus H60JIEE MOMHON KAPTUHBI MaTOTEHE-
32, HO M UId Pa3dpabOTKU HOBBIX NMOAXOJOB K TEpa-
MU, BOJBIION MHTEPEC B 3TOM OTHOIIEHUM IIPEJ-
CTABJIACT OBINPHOE CEMENCTBO TeHOB TNF, Ha3BaH-
HOE TaK 10 UMEHHU 6esKa (PaKkTop HEKPO3d OIyXO-
JIeH; tumor necrosis factor), IpojgyKkTa OAHOT'O U3 re-
HOB 3TOI'0 CEMEUCTBA. EI0 IreHbl PaCIIONOKEHDBl TAH-
JEMOM M OOHAPYKMBAIOTCA Y BCEX UYENIOCTHBIX IO-
3BOHOYHBIX, HAYNHAA ¢ KOCTUCTBIX PbIO, T.€. UX BO3-
pact He meHee 450 muH seT. I[IpOAYKTEL 3TUX I'€HOB
COCTABJIAIOT JPEBHEHUIIYIO CUCTEMY 3AMIUTEL, KOTOPAs
[IPOAOJIKAET UI'PATh BAKHYIO POJIb B PEIYIALUU pE-
AKLMU BOCIIAJIECHUA Y YeaoBeKa. [To-BUJuMOMY, TAKOE
KJIACTEPHOE PACIONIOXKEHUE I'€HOB BOCHAJIEHUA CIIY-
JKUT LIEHHBIM 3BOJTIOLNMOHHBIM IpUobperenueM. le-
Hbl TNF 1IpE/ICTABICHDI Y UEJOBEKA B BU/IC AJIJICTBHBIX
BAPUAHTOB, U UX PA3JIUYHOE COYCTAHNUE MOXKET OBITH
IIPUYUHOMN BBICOKON WJIM HU3KOU IPOJAYKUUU (PAKTO-
POB, YCUIUBAIOIMUX BocnaneHue (Hanpumep, TNF-a).
DBBIIO MOKA34HO, 4TO OOJBHBIE MYKOBHCIIUAO30M
C TEHOTHUIIOM BBICOKOH npoaykuum TNF-o xapaxre-
PHU3YIOTCA ArPECCUBHOM BOCHAIUTENBHON PEAKIIUEN,
CONPOBOXAAIOWECHCA PAHHUM U OBICTPBIM HCTOIILE-
HUEM THUIOTAIAMO-TUNO(PU3APHO-HAANOYCUHUKO-
BOM OCH. BO3HHKAIOWAd IIPU 3TOM HEAOCTATOUYHOCTD
TOPMOHOB CTPECCA CYIECTBEHHO IOBBIMAET BEPOAT-
HOCTb PA3BUTHUSA TAKUX TAKEIBIX OCTOKHEHHUIT MYKO-
BUCIIM/I032, KAK 4CTMa U OCTEOTOPOo3 [6].

Kpome Toro, eCTb OCHOBAHUA 110JIAr'dTh, YTO 4aC-
TBIE 3IU30/bl CTPECCA, KOTOPBIM C AETCTBA IIOJBEPra-
I0TCS GONbHBIE MYKOBUCIIU/IO30M, MOT'YT NPUBOJUTD
K HAPYLEHUIO METUIUPOBAHUA IIPOMOTOPOB I'€HOB
TJIIOKOKOPTUKOWU/IHBIX PELENTOPOB B IMIIOTAIAMYCE.
Taxkue HeHACIEAYEMbIE U3MEHEHUA I'€HOMA, CBA3AH-
HBbIE C OCOOCHHOCTSMU UHAUBUJYAJIBHON KU3HU 4Ye-
JIOBEKA, HA3BIBAIOT 3MUICHETUYCCKUMU HU3MCHCHMUA-
MU. IMEHHO B PE3YIbraTe TAKUX IIEPECTPOEK I'€HOMA

TAXenble MyTauum

Qes,

HopMa

CMHTE3 Co3peBaHve perynauva

MArKue MyTaLum
- -

B

NPOBOAMMOCTE  CTabunsHoOCTL

Puc.3. Bupbl MyTaumit npu Mykosucumgose.
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COMATUYECKUX KJIETOK OJJHOSANIIEBbIE OJIU3HELBI B TE-
YEeHUE UHAUBUAYAIBHON XKU3HU MOTYT MOCTENEHHO
yTPAYUBATH CXOJACTBO, JCIaBUICE UX B JETCTBE IIOPOI
NPAKTUYECKA HEPAZNIUUYUMBIMU. DTAa OOIACTh TOKA
IJIOXO pa3paboTaHa, OAHAKO MOXKET NIPEJCTABUTD
HIMPOKOE IOJIE JIJIL UCCIIEIOBAHUI.

Emie oJHUM HAIIPABJIEHUEM MOXET OBITh U3YUCHUE
B3aUMOOTHOIIEHUI MAKPOOPraHU3Ma M MATOTEHHOU
(p1OpBl, 3acEIAIOMENd ABIXATENbHBIE YT OOJBHOI'O
MYKOBUCLUJO30M. M3BECTHO, YTO HEKOTOPBIE MITAM-
Mbl CUHETHOWHBIX OGaKTEpUN 0Opa3yIOT AATMHATHYIO
IJIEHKY. DTO CO3/JJA€T CUTYALUIO, HAIIOMUHAIOMIYIO 1U-
HAMUYECKOE PABHOBECUE MEXKAY CIUZUCTON 000I0Y-
KOM M MUKPOOGHOTOH B TOJCTOM KHIIeYHUKE. H3yde-
HUE MEXAHU3MOB TAKOI'O PABHOBECUS U YCIOBUH €I0
HAPYIIEHUSA MOXKET NPOBOJUTHCSA B TOM YHUCJIE U Me-
TOAAMU METAI€HOMUKH, T.€. C IOMOLIBIO AHAJINU3A T'e-
HOM2 MHUKPOOHBIX MONYJIAIWH, 3ACEIAOMUX JIbIXa-
TEJIbHBIE IIyTHU OOJBHOTIO.

B3rnap naronora

Onamos cKamcy: HUKMO He oOHumem HeobsamHo20!
Koszpma IIpyTKOB. «MbICIH U apOPU3MBI>

MyKOBUCIIUJJO3 — OJHO U3 HAUOOJEE PACIHPOCTPA-
HEHHBIX HACJIE/ICTBEHHBIX 32060I€BAHU, 4aCTO UMe-
I0l€e€e HEGIATONPUATHBIIN NPOTHO3. bone3ns, npexae
BCETO, XAPAKTEPU3YETCA MOBBIMIEHHOW MPOJYKIIUEN
BA3KOIO OPOHXMATBHOTO CEKPETA, YACTBIMH JIETOU-
HBIMU UHQEKUUAMU U OOCTPYKIMEN [bIXATENIbHBIX
nyrei. IIo Mepe nporpeccupoBaHusd JIETO4YHOM 60-
JIE3HU IPOXOAUMOCTb OPOHXOB YXYAIIAETCHA, 06pa3y-
IOTCSl YU4CTKHU 4TENEKTA30B (CNajaHue TKAHU JIETKO-
r0), Pa3BUBAETCA dM(PU3EMA, TOCTENEHHO paA3pyIIa-
€TCA NMAPEHXUMA JIETKUX, CYI[ECTBEHHO CHHXKAETCA
HACBIIEHNE KPDOBU KUCJIOPOJOM, U OOJIBHOI PUCKYET
NOTUOHYTH OT JIETOYHO-CEPAECYHON HEJOCTATOYHOC
TU. B puHanpHON craguu 3a00JI€BAHUA IIEPECALKA
KOMILZIEKCA CEPALE-TETKUE OCTAETCA AN OOJBHOIO
€JUHCTBEHHON HaJekKA0U. [TOMUMO OPOHXOJEr0Y-
HOM CUCTEMBI Y OOJBIINHCTBA OOJbHBIX MYKOBUCIIU-
JO30M  TMOPAXKAETCA  IMOJKENYyAOYHAA  JKEJIe3a.
ITpu 3TOM y MHOTHX CTPAafa€T 3KCKPEIMsA MaHKpea-
TUYECKUX (DEPMEHTOB, B CBA3U C YEM HAPYIIAETCH
BCACBIBAHME KUPOB U OENKOB. B pe3ynprare 60NbHBIE
OTCTAIOT B POCTE U MOABEPKEHBI runorpoduu. Ipo-
JAYKIIUA WHCYJIUHA TOXKE MOXKET ObITh HAPYIIEHA, YTO
BEJET K PA3BUTHIO JuabdeTa. K 4aCcThIM OCIOKHEHUAM
MYKOBUCLH/I034 OTHOCAT OCTEONOPO3, 4 TAKKE XKH-
POBOI1 IenaTo3 ¢ NepexojoM B [uppos. Ocobo cie-
JYEeT CKa34Th O HAPYUIEHUN (DYHKLIUU PENPOAYKTUB-
HOHM CHUCTEMBI (TJIABHBIM OO6Pa3oM y OOJBHBIX MYX-
CKOTI'O IOJA), KOTOPOE BBI3BAHO BPOXKJEHHBIM OTCYT-
CTBUEM, aTPO(UEN WIN 3AKYIIOPKON CEMECHHBIX Ka-
HAaTHUKOB. DTa aHOMAJHA HE HECET yIrPO3Bl KU3ZHU
1 HE CBfI3aHA C TUIIOM MYTalluu. VMI3BECTHB ClIy4dyaw,
KOT/JJa IPU HATUYUU MATKOU MyTallUU IUATHO3 MYKO-
BUCIIU/IO3 CTABUJICS CJIYy4alHO, KOIJd OOJIbHONU 006-
CIEOBAJICA 11O IOBOAY 6ECIIONUS.

Kak yxe 6bJIO OTMEYEHO B IPEJBIYIIEM Pa3fee,
HapyieHue QYHKIUH HOHHOTO KaHajla, 06pasyeMo-
ro 6eaxkoMm CFTR, HE MOXET B IIOJHOH Mepe OOBsAC-
HUTDb BCE MHOTOOOPA3U€E CUMITOMOB, HAOTIOAAEMBIX
y 6OJBHBIX MYKOBUCHMJO30M. BUaUMO, TO, 4TO MBI
HA3bIBAEM IIEPBUYHBIM T'E€HETUUYECKUM HEPEKTOM
(myTanug B reHe CFTR), CIYKUT IPUYUHON HE TOJb-
KO 3aTPY/JHEHUS HMOHHOI'O TPAHCIOPTa 4Yepe3 Kie-
TOUHVIO MEMOPAHY, HO MOXKET TAKXKE MNPOIBIATHCI
B BHU/IE PA3HOOOPA3HBIX HAPYIIEHUN, U HA KIETOU-
HOM, 1 HA CHCTEMHOM YPOBHE.

Tak, ecnu myrauus reHa CFTR He IpensaTCTBYET
COOCTBEHHO CHUHTE3Y, HO 00pa30BaBIIUICA OEIOK
HMEET KaKOM-INOO CEPbE3HBINA AEPEKT, EI'0 CO3PEBA-
HUE B anmnapare TonbKu 1 TPAHCIOKAIIUA B KJIETOU-
HYI0O MEMOpPAaHy OyIyT HapyIIEHBL. B pesynbrarte ne-
(pEKTHBII 6ENOK OY/IET HAKATUIMBATBCS B KIETKE. YTO-
6Bl NIPENOTBPATUTL OINACHBIE MOCIEACTBUA TAKOTO
NPOIECCA, BKIIOYAIOTCA PA3HOOOPA3HBIE 3AMIUTHBIE
MEXAaHU3MBL. B A1pO HAYMHAIOT MOCTYNATh CUI'HAJIBI
O HEOOXOAUMOCTU 3aMEJJIUTbh OENKOBBIII CHHTES,
NPUYEM 3AMEIIAETCA CUHTE3 HE TOIBKO MATOJOTHYeE-
CKOTO 6€/Ka, HO U BCEX OCTAJIBHBIX KJIETOUHBIX OE-
KoB [7]. ITpoucxoaut akrusauus NFkB, ynusepcanb-
HOTI'O NPOBOCHAJUTENBHOIO TPAHCKPUIIIMOHHOTO
¢axropa [8]. OZHOBPEMEHHO MOJIEKYJIBI AEPEKTHOIO
6enKa METATCA KAaK HEHY)KHBIE IyTEM MNPUCOEJUHE-
HUA K HUM HEOOJIBIIOTO CUTHAJIBHOTO O€JIKa yOUKBU-
TUHA. TAKON MOMEUEHHBIN O€IOK CBA3BIBACTCA C IPO-
TEACOMOH, (PYHKIHUSI KOTOPOHU COCTOUT B NPOTEOIHU-
TUYECKOU JErpajanuu (pacumeIieHuu) HEHYXKHbIX
MY TTOBPEXKAEHHBIX 6EJIKOB 1O KOPDOTKUX MENTH/IOB.
OrcyrcrBue pyHkuuonupymonero CFTR Ha Kl1eTo4-
HOH MOBEPXHOCTU BEJET K AKTUBALUU BHYTPUKIE-
TOYHOI'O CUTHAJIBHOI'O IIyTH, B KOTOPOM UAM® (1jukK-
JUYECKUU AJJCHO3UH MOHOpOCPAT) UI'PAET POJIb
[JIABHOTO OCPEJHUKA. DTd AKTUBALMA, HE CBA3AHHAA
C CUT'HAJIOM OT NOBEPXHOCTHBIX PEIENTOPOB, BEJECT
K HAKOIJIEHUIO B KJIETKE XOJECTEPUHA U, UTO BAXKHO,
K YXO/ly C KJIETOYHOU MOBEPXHOCTHU B,-aJPEHOPEIIETI-
TopoB (puc.4) [9].

TakuMm 00pa3oM, B 3HAYUTEABHON 4ACTU CJIy4ydeB
MYKOBHUCIIU/IO3 MOXKHO PACCMATPUBATbL KAK OJIUH U3
BAPUAHTOB 6ONE3HEH HAKOIIIEHUS, K KOTOPBIM OTHO-
CATCA TAKXKE aMHJIOM/I03, IM30COMHBIE 60JI€3HU, 60-
ne3Hp AnpurenMepa u ap. Cieayer OTMETUTB, 4TO
MYTAaIllH, BCJIEJCTBUE KOTOPBIX cuHTe3 CFTR nmonHo-
CTBIO OTCYTCTBYET, CIAEAYET CYUTATH OoJjee 6yaro-
NPUATHBIMH, TOCKOJIBKY Y 3TUX OOJBHBIX CUMIITOMBI
60JI€3HN HAKOIJICHUS HapacTaloT MeancHHee. K co-
JKAJIEHUIO, TAKUE MYTALIMU BCTPEYAIOTCS CYIIECTBEH-
HO pExe, 4eEM, HAIPUMEP, MUPOKO PACHPOCTPAHEH-
Hag myrauua AF508, mpu KOTOPOW CHUHTE3UPYETCA
ne(EKTHBIN H6ENOK.

Cienyer UMETH B BUJY, 4TO MOCJIENCTBUA HAKOII-
JIEHUS MATOJOTUYECKOTO OEIKA HE MCUYEPIBIBAIOTCH
ONMCAHHBIMU BBIIIE BHYTPUKICTOUHBIMU COOBITHSA-
mu. IleperpyxeHHas Je(EKTHBIM O€JIKOM SMUTEIU-
a7bHAA KJIETKA B pesyabrare akrupauuu NFxB Havu-
H4ET NPOJAYLHUPOBATL NPOBOCIATUTENBHBIE [TUTOKHU-
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Puc.4. MpossneHne npu3HaKkoB 60J€3HN HAKOMNEHUS B KNETKAX GOJIbHBIX MyKOBUCLUA030M.

HBI, KOTOPBIE, C OJHOI CTOPOHBI, MOTI'YT BBI3BATh I'U-
6€1b OKPYXKAIOMUX KIETOK, 4 C JPYrod — CJIyXKaT
(paxTOpaMu, MPHUBJIECKAONUMHU KJIETKH BOCHAICHUA
(HerTpoduibl U Makpodaru). Takum o6pa3om, peax-
IUSA BOCHAJEHUA B 3MUTEIUU NPU MYKOBUCLHUI03€E
€CTb IPAMOE CAEACTBUE MEPBUUHOTO TEHETUYECKOTO
nedekra, 2 HE pPEe3yapraT NPOHUKHOBEHUS HH(QEK-
nuu. IMEHHO M3-32 TAKOT'O A4CENTUYECKOIO BOCIIAJIE-
HUSA IPOUCXOJUT 3AKYNOPKA IPOTOKOB MOMKEIYA0U-
HOW JKEJIE€3Bl, KEIUHBIX XOM0B MEYEHU U CEMEHHBIX
KaHATUKOB. [ToTeps KIETKAMU OPOHXUAIBLHOIO 3MU-
Tenus P,-aIpEHOPELENTOPOB, O YEM OBIIO YIOMSAHY-
TO BBIIIE, MOBBIMIAET I'OTOBHOCTh K OPOHXOCIA3MY,
YTO HEOGJATONPUATHO CKA3BIBAETCA HA TEUEHUM JIE-
IOYHOM 60JIE3HU.

[TOBTOPAIOMHUECA 3MU30/AbBI OOOCTPEHUSA JIETOU-
HON MH@EKIUHU, XaPAKTEPHBIE IS OONbHBIX MYKO-
BUCLU/IO30M, HAKIAABIBAIOT CBOY OTHEYATOK HA CIIO-
COOHOCTb OPraHM3Ma AAANTUPOBATHCA K YCIOBUAM
CpeAbl, T.€., MHBIMH CJIOBAMH, OKA3BIBAIOT OTPHUILA-
TEJbHOE BO3/ICMCTBUE HAa B3aUMOOTHOIIECHHUSA Opra-
HU3MA C OKPYKAIONUM MUPOM. JJeICTBUTENBHO, CIIO-
COOHOCTb OBICTPO MPUCIOCAOIUBATLCI K U3MEHSAIO-
MUMCA YCIOBUAM OKPYXKAIOMEN CPEABl — OAHO W3
OCHOBOTIONATAIOMUX CBONCTB JKUBBIX OPTAHU3MOB,
OT BUPYCOB U GAKTEPHUH JJO YEJOBEYECKOI'O COO0IIE-
cTBa. ECIM MPU3HATD, YTO JKU3HB €CTh CIIOCOOHOCTD
K 4/IalITAIlU1, TO €€ NOTEPS HEUZOEKHO BEJET K CMEP-
TH. DBOJIOLMUA )KU3HU HA 3€MJIE CONTPOBOKAANACH I10-
CTOSIHHBIM COBEPIIEHCTBOBAHUEM aJaNTAIMOHHBIX
CHUCTEM, IIPU ITOM JIPEBHUE MEXAHU3MBI HE MCUE3a-
JI, 4 OKA3BIBAJINCDH BKJIIOYEHHBIMHU B CJIOXKHBIH KOM-
IIJIEKC; Y MJEKOMUTAIOMUX OH NPEJCTABIEH B BHJEC
TpUaJbl, 06PA30BAHHON IIEHTPAALHON HEPBHOM, UM-
MYHHOHM M 3HJJOKPUHHOMN CUCTEMAMHU. DTHU CHUCTEMBI
HAJEXKHO 3AMMMIAI0T OPTAHU3M OT BO3JEUCTBUU
CTpECCa, XUMUYECKUX U MH(MEKITMOHHBIX ATEHTOB /10

TEX MOP, MOKA UX JJEATEIbHOCTD JOCTATOYHO XOPOLIO
cbanancupoBaHa. OHAKO NIPU I'HIEPAKTUBALIUY TU-
[IOTAAAMO-TUIIO(PU3APHO-HAJIIOUYEUHUKOBON  OCH
B CBS3U C MOCTOSIHHBIMU OOOCTPEHUAMH JIETOUHOM
MHQEKIUU PABHOBECHE HAPYWAETCA. BricBOOOXK/E-
HHE OOJBIIOrO KOJHWYECTBA TOPMOHOB CTPECCA HA
(poHE AHTUTEHHON HATPY3KHU NPHUBOJUT K HAKOILIE-
HUIO peryaaropHbx T-kineTok (T.,), obaamaromux
MOIIHBIM MMMYHOCYIPECCUBHBIM IMOTEHIIUATOM
(puc.5) [10]. 9TO CIOCOOGCTBYET KOJOHU3AIUU CIIH-
3UCTOU GPOHXOB CUHEIHONHOU MH(MEKIUEH (€€ HAU-
6onee TUNUYHBIN NPEACTABUTENb — Pseudomonas
aeruginosa), KOTopas Ipu HOPMAJIbHOU paboTe Me-
XAHU3MOB UMMYHHOI 3aMIUTHI HUKOTJA HE TIOCEAET-
€A B IBIXATENbHBIX NYTAX. CIeAyeT OTMETUTD, YTO OJI-
HA4 U3 BOKHEUMNX PYHKUUIN T,y (PAHBIIE UX HA3BIBA-
s T-KJIETKAMHU CYIPECCOPAMHU) — MOJAEPKAHUE TAK
Ha3BIBAEMOI NMEPUPEPUUECKON TONEPAHTHOCTH, KO-

//-_h"m_\
Treg )—b— UMMYHOCYNpeccus |
/ i

( ucrowenve
\. MMTHoen /

Puc.5. MocnencTema UCTOLWEHNUA runoTanamo-runopusapHo-
HagnoveyHukosoit (TTH) ocu 1 M36GEITOYHOrO HaKOMNEHUS pe-
rynaTopHbIX T-KNeTOK (T.g) Y OONbHBIX MyKOBUCLUAO30M.
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TOPAsl BKJIIOYAET HEBOCIPUUMYHUBOCTD UMMYHHOHU
CUCTEMBI K MUIIEBBIM AHTUT'CHAM, AJUIEPT€HAM, 4 TaK-
K€ AHTUTEHAM OAKTEPUIl, HACEAAIONUX TOJCTBIY KU-
MEYHUK. U3O0BITOYHOE KOAUYECTBO T,y OCOOEHHO
B CJIU3UCTON 0O0JOYKE HPOHXOB, IPUBOJUT K TOMY,
4YTO MUKPOOHI P. aeruginosda, KOTopble NOLO6HO 6aK-
TEPUAM-CANPOPUTAM KUIIEYHON MUKPOOUOTHI 06pa-
3YIOT MYKONOJIMCAXAPUJHYIO IJIEHKY, OKa3bIBAIOTCS
MO/l €€ «3AMUTON» TAK K€, KAK 3TO HMEET MECTO
B TOJICTOM KHMIIE€YHUKE. U3OBITOK T CIYKUT OTHUM
13 PAKTOPOB, yCUIUBAIOMUX PUOPO3. DTA KIETOYHAS
cybnonynsanus 0061a4aeT CBONCTBOM IJIACTUYHOCTH,
T.e. TIPU OIPEJEIECHHBIX YCIOBHUAX CIOCOOHA Iepe-
auddepeHnupoBaTbca B KieTku thna Thl7, koro-
pbI€ TAKXKE YCHIUBAIOT (HPUOPO3 U, KPOME TOTO, CIIO-
COOCTBYIOT PAa3BUTHIO OCTEONOPO3d. Y OOJIBHBIX My-
KOBHCUH/JO30M Y4CTO BO3HHUKAIOT TAKHE OCIOKHE-
HUS, KAK [UPPO3 MEYCHU U INAOET, KOTOPBIE HE B 110-
CJIEJIHIOIO O4Y€PE]b €CTh CAEACTBUE PUOPOTUUECKUX
MPOLIECCOB, A TAKXKE JJIUTEIBHO NPOTEKAIOMUX MECT-
HBIX BOCIIAJIUTEABHBIX PEAKIIUIL.

B3rnap Bpaua
IJens — Huwmo, oguxicenue — gce.
Dayapn bepHmrenn
Ilens — 3mo nymo 60 6peMmeniL.
Kapu fcnepc

O6 OrpOMHBIX YCIEXAX, JOCTUTHYTHIX B JIEUEHUU MY-
KOBUCLMJ03d MPEXJE BCETO CBUAETENBCTBYET TOT
(PaKT, YTO U3 NATOJOIUU PAHHETO AETCKOI'O BO3PACTA
OHAa IOCTENEHHO IIPEBPAIAETCA B 3200J€BAHUE
CTApUIETO BO3PacTa U GOJE3Hb B3POCIBIX. DTH HE-
COMHEHHBIE YCIEXU CBA3AHBI C PA3PAOOTKOIN METO-
JOB IUATHOCTUKH, CTAHAAPTU3AIIUEN TEPAITUH, A TAK-
K€ C CO3MAHUEM CETHU CHENUATU3UPOBAHHBIX IIE€HT-
pPOB, IPEAHA3HAUYEHHBIX IS IOCTOSIHHOTO HAOIIOfE-
HUS U JedeHusa. B Poccun jedyeHne 60NbHBIX MYKO-
BUCLUAJO30M OCYLIECTBIACTCA B COOTBETCTBUU C IIPO-
TOKOJIOM EBPONENCKOI 4CCOLMALNU MYKOBUCIIUILO-
34, BKIIOYAIOIMUM 06434TEIbHBIE KOMIIOHEHTBl — MY-
KOJUTUKU (CPEACTBA, PA3KMKAIOIUE MOKPOTY),
MYJIBTUBATAMUHBL, BBICOKOKATOPUHUHYIO JUETY U MU-
KpocdepudecKkre 3H3UMbI ((HEPMEHTHI IOJKENYA0U-
HOW JKE€JE€3bl B BBICOKHUX J103aX). IIpu obocTpeHuu
O6POHXOJIETOYHOTO MPOLLECCa NPUMEHAIOT aHTUOUO-
THKH, B TOM YHCJIE NTOCIEJHUE TOKOJEHNA Ledanoc-
IIOPUHOB M AMHHOTJIUKO3UALL. K mepBOOYEPENHBIM
LIEJISIM TEPANUU CJIEAYET OTHECTH 3BAKYALUIO BA3KON
MOKPOTBHI (IIOMUMO MYKOJUTHUKOB UCIIOIb3YIOT JbIXa-
TEJIbHBIE YIIPAXKHEHUSA, T€U€OHYIO TUMHACTUKY U MaC-
Ca%kK); 3aMECTUTENBHYIO (DEPMEHTHYIO TEPANHUIO, KO-
TOpass BMECTE C O6OraToON BBICOKOKAJIOPUIHOU Jiue-
TOH MO3BOJIAET YIYYIIUTD IMOKA3ATENU (PUINIECKOTO
pa3BUTHS, 4 TAKXKE CTUMYJIMPOBATH MEXAHU3MBI HE-
crenudUYIECKON 3aMUTHL; U, HAKOHEL], 60pbOY € UH-
¢exknuent. Takol MOAXO[, JONMOJHECHHBIN CBOECBpE-
MEHHBIM JICYEHUEM BO3ZHUKAKOIMUX OCJIOXHEHUM,
MTO3BOJIMII JOOUTHCA OMIYTUMBIX PE3YIBTATOB, KACAIO-

MUXCA KAK MPOJOJIKAUTENbHOCTH, TAK M KA4ECTBA
JKU3HU 60JbHBIX. OJIHAKO JJAHHBIC MOCJIEJHUX JIET
CBUJIETEIBCTBYIOT O 3aME/JICHUU TEMIIOB POCTA CPEJI-
HEN 0XKUAAEMON MPOJOJIKUTEIBHOCTH KU3HU OOb-
HBIX MYKOBUCIIUJO30M. B 3TOM HET HHUYEroO YAUBU-
TEJNBHOT'O, MOCKOIBbKY IO MEPE YBEJIUYEHUA NMPOJIO-
KUTEJIBHOCTH KU3HU BO3HUKAIOT HOBBIE NIPOGIEMBI,
JUIs perIeHns KOTOPBIX HE06X0AuMa pa3paboTKa HO-
BBIX ITO/IXOJIOB, 4 TAKXKE HOBBIX CPE/JCTB AUATHOCTUK
1 JIe4eHUus. DTO TPEOYET HE TOJIbBKO BPEMEHH,
HO M KOOPJUHAIIUY YCUIUU CHENUATUCTOB PA3HOTO
npoguis.

BbIpasuTenpHbIN IPUMEDP TAKOI'O HOBOI'O BBI3O-
B4 — Pa3BUTHE META6OJNYECKOTO cuHApoMa. [lo ce-
peaunsl 80-X rofloB NPOIMIJIOTO BEKA OOIbHBIE MYKO-
BUCLU/I030M OBLIN BLIHYXK/JEHBI NPUAEPKUBATHCS JJU-
€TBl C HU3KUM COZepkanueM xupa. Ho nocie n3zob-
peTEHUA KUCIOTOYCTOMUMUBLIX MHUKPOC(HEPUUIECKUX
(pEPMEHTOB CHUTYAIUA HU3MEHMUIACh. BOJBIIMHCTBO
MAaIMEHTOB IOJYYaeT 3aMECTUTENbHYIO TEPANUIO
1 JOCTUTAE€T AJ€KBATHOI'O HYTPUTUBHOIO CTATyCa,
CcOOMI0Nas IUETY C BBICOKUM COJIEPKAHUEM KUPOB
1 yriaepojoB. OJHAKO BBICOKOKATOPUUHAA JTUETA,
CTONb HEOOXOAMMAA JJIA HOPMAJIBHOTO DPA3BUTHUA
JETCKOI'O OPraHU3Ma, MOXKET CTATh IPUYUHON MeTa-
6o1uueckoro cuHjgpoma [11]. JeicTBUTENbHO, AEK-
BATHAA 3H3UMOTEPANUSA CIIOCOOCTBYET BCACBIBAHUIO
JKUPOB. B pe3ynprare KOHIIEHTPALIUU IOJTUHEHACHI-
MIEHHBIX XKUPHBIX KACJIOT, TUIMONPOTEUHOB U XOJIEC-
TEPHUHA B KPOBU CYIMECTBEHHO MOBHINAIOTCA. B HOP-
M€ M3JIUIIKH KUPOB 3aMaACAIOTCA B JKHUPOBBIX JIETIO,
NIPEX/JE BCErO B IMOJKOXHON XKUPOBOMU KJIETYATKE.
Ho y 60JIbHBIX MYKOBUCITHJO30M MEXAHU3MBI 3a114Ca-
HHSA KUPA MOTYT OBITh HAPYIIEHBL. DTO CBA3aHO C 4a-
CTBIMU O60CTPEHUAMU OPOHXOJIETOYHOT'O MPOIECCA,
CONPOBOKAAEMBIMHU I'MIIOKCUEN U CUCTEMHBIM ITOBBI-
IMEHUEM KOHI_ICHTpZ[LU/II/I HpOBOCHZ].III/ITCIIbeIX IIUTO-
KMHOB. B pe3yapraTe aiuMoONUThl UCIIBITHIBAIOT 3HEP-
TETUYECKUI TOJIOJ U HE MOTYT HOPMAJIBHO 3a11aCaTh
xup. Kpome Toro, crabunpHo Beicokut TGF-B, o6na-
PYKUBAEMBII B IJIA3M€ OONbHBIX, HApyHaeT audde-
PEHIIUPOBKY 4JUIIOLUTOB M3 ME3EHXUMAIbHBIX
NPEeAMECTBEHHUKOB, U JKUP HAYMHAET OTKIA/bIBATh-
€ HE B MOJKOXHBIX JIENO, 4 BO BHYTPEHHUX Opra-
HaxX — IMEYEHH, IOJKENYJOUYHOH Keje3e, Cepile,
MBIIIax (puc.6).

HTak, mocne TOro Kak JeroyHas HHQEKIUI U MOo-
CNAeACTBAA (DEPMEHTATUBHON HEJOCTATOYHOCTH Il€-
pectanu 6blTb OCHOBHOU IPUYNHOMN PAHHEN CMEPT-
HOCTH, HA MEPBBIH IUIAH BHIIUIM HOBBIE NMPOOIEMHI,
CBSI3aHHBIE C UCTOMIEHUEM AANTAIIMOHHBIX CUCTEM,
NPOTPECCUPOBAHUEM OONEZHNU HAKOIJIEHUSA U META-
60NIMYECKUM CUHIPOMOM. Kak yxe TOBOPHUIOCH, MO-
BTOPHBIE 3MU30/ibl OOOCTPEHUS JIETOYHOU HHPEK-
MU Y 6OJIBHBIX MYKOBUCIIAJO30M IIPUBOJAT K UCTO-
MEHUIO TUNOTATAMO-TUIO(U3APHO-HAATOYEYHUKO-
BOHM OCH, BCIEACTBUE YErO YCHUIUBAIOTCSA PEAKIUU
BocnaneHus. Korja Msl TOBOPUM O UPE3ZMEPHOM BOC-
MAJIATENBHOM OTBETE, XAPAKTEPHOM /ISl TAKUX 6OJIb-
HBIX, TO UMEEM B BHUJly HE TOJBKO BOCHAIUTEIBHYIO
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BUCLEPANBHOR OXMPEHME

Puc.6. MexaHu3M pa3BuUTUA BUCLEPANBHOTO 0XMUPEHUSA NPU MyKOBUCLMUAO3E.

peaKknuio B OTBET HAa BHEAPEHHE UHOEKIINH,
HO M NPOBOCHAJUTENbHBIN (PEHOTUN JEHAPUTHBIX
KJIETOK (I'€TEPOr€HHOMN MONIY/IALUU KIETOK KOCTHO-
MO3TOBOI'O IPOUCXOXKAECHUSA, CIOCOOHBIX K (haronu-
TO3Y M NPE3EHTANUU AHTUTE€HOB T-KIE€TKAM), HH-
(PUIBTPUPYIOMUX KUPOBYIO WU JKEJIE3UCTYIO TKAHD.
B ¢BA3M € 3TUM NPOTUBOBOCHATUTENbHAA TEPATUA
NpuoOpeTaeT NPU MYKOBUCIIHJ03€ 0OCOOOE 3HAUE-
HHE, XOTS 0 CUX IOP HE BKIIOUEHA B 0OA3aTENbHBIN
MPOTOKOJ HU B HALIEH CTPAHE, HU 32 PYOEKOM.
OO6BIYHO B KAYECTBE NMPOTUBOBOCHAIUTEIBHBIX
NPENApaTOB NPUMEHAIOTCA KOPTUKOCTEPOU/ILI, HeE-
CTEpOUAHBIE TpenapaTel (MOYNpodeH HUAN HUMECY-
JIUJ) U MaKPOJU/JHBIC AaHTUOHUOTUKU (a3UTPOMUIIUH
Wy Knapurpomunun) [12]. HecrepougHbie IpOTUBO-
BOCIIJIUTEIbHBIE IPENAPATH OKA3BIBAIOT JIUIIb CUMII-
TOMATHUYECKOE JIEMCTBUE M HE CBOOOJHBI OT MOOOY-
HBIX 3(pPexToB. [Ipn JI€4eHNU MAKPOJUJAHBIMU dHTHU-
OGUOTUKAMM TOKa3aTeNu (PYHKIUH BHEIIHETO JIbIXa-
HUA YIy4MIaIUCh. [IpUMEHEHHE KOPTHUKOCTEPOU/IOB
IpU MYKOBUCLHHU03€ 3(PPEKTUBHO, HO UX IJIUTENDb-
HO€ UCIOIb30BAHUE COMPSKEHO C BBIPAKEHHBIM I0-
604HBIM 3PPeKTOM. B TO )K€ BpEMS 4aCTOTA OCIOXK-
HEHUH OT JIEYEHUSA IIIOKOKOPTUKOUJAMU IPAMO 3a-
BUCHUT OT NIPUMEHIEMOMH O3Bl U IPOJJOIKATEIBHOCTU
nedeHUusA. Y OOJBHBIX, MOAYYAIOMUX HPEJHU30J0H
B TEUEHHUE JUIMTEIbHOTO BPEMEHU, MOXKHO OXU/JATDH
9H/IOKPUHHBIE, O(PTAIBMOJOTUYECKUE, TICUXOHEBPO-
JIOTUYECKUE U TACTPOMHTECTUHAIBHBIE HAPYIIECHUA,
4 TAKXKE OCJIOKHEHUA CO CTOPOHBI CEPAEUYHO-COCYIU-
CTOM, MOYEBBIBOJAIEN U KOCTHO-MBIIIEYHON CUCTEM.
B TO k€ BpeMs y NAIIUEHTOB, IOJYYaBIINUX IPEJHU30-
JIOH B (hOpME IBTEPHUPYIOLIETO Kypca (IPUEM YEPES
J€Hb OYEHb MAJIEHBKON /O3Bl MPEJHU3ONOHA), TO-
JOOHBIX OCTOXHEHUH He Habmoganu. M3BeCTHO, U4TO
NIPU UINTEJIBHOM IIPUMEHEHUN TJIIOKOKOPTUKOUIOB
CYLECTBYET ONACHOCTb TOI'O, YTO OOJBHOI HE CMO-
JKET IPEKPATUTD NIPUEM IIpenapara 6€3 pucka cyuie-
CTBEHHOTO YXYAIIEHUS CBOETO COCTOAHUA. CUCTEM-
HBII IPUEM KOPTUKOCTEPOUJOB B BUJIE ATBTEPHUPY-
IOMIETO KypCa CBOOOAEH OT 3TOIO HEAOCTATKA. TaK,

MAITMEHTHl, KOTOPbIM HA3HAYWIN AJBTEPHUPYIOMIUIT
KypC NPEJHU30NIOHA B BO3PACTE MOJIOXKE IATU JIET,
B PA3HOE BpeMs IPEKPATUIHN €TI0 NpUEM 6€3 OCTIENY-
IOMIETO YXYANIEHUA (PYHKIUU JIETKUX (puc.7). Jleue-
HHUE HU3KUMHU JI03AMU IPESHU30I0HA B (DOPME JJIN-
TENbHOI'O AJBTEPHUPYIOMETO Kypca (HEKOTOPBIE
6OJIbHBIE MOJIYYATH TAKOE JICYCHUE B TEUYCHUE CEMU
JIET U 60Ji€€) IPU UCTOMICHUU AJJANITAI[MOHHBIX CHUC-
TEM OPTraHU3Ma UTPAET PONIb 3AMECTUTENBLHON Tepa-
UM, KOTOPasd, MOMUMO NPAMOIO IPOTUBOBOCIHIAJIHN-
TEJIBHOTO 3(P(PEKTA, IPEAOTBPAMAET U3OBITOYHOE Ha-
xkomnenue T., [13]. [IpoTUBOBOCHANNTENBHAS TEPA-
U HE TOJBKO 6JATOTBOPHO CKA3BIBAETCSA HA Teue-
HUHM JIETOYHON 60JIE3HU, HO U CIIOCOOHA IPEJOTBPA-

100

90

Ha4ano nevyeHu
[ ] - ‘ *

| asutpomuumH|

MXKEN (% OT NONXKHBIX BENeYUH)

50 Ha4ano ne4eHuns

-3 -2 -1 0 1 2 = 4
rogb

Puc.7. BnusHue npoTUBOBOCNANUTENBHOM Tepanuu Ha u3me-
HeHWe QYHKLMOHANbHON JKWU3HEHHOW EeMKOCTU Nerkux
(PXKEJT) y 6onbHbix MykoBUcUMAo30M. Mo ocu abcuucc: oT-
puuaTtenbHble BENMYUHBI — FOfbl 40 Hayana npoTMBOBOCMA-
JIUTENbHO Tepanuu; NONOXUTENbHbIE — TFOAbl NOC/TEe Ha3Ha-
YeHWs NMPOTUBOBOCMANUTENbHbLIX Npenapatos; bNT — 6onb-
Hble 6e3 NpOTUBOBOCNANUTENbHOM Tepanuu (rpynna cpasHe-
HUA). *p < 0.05 N0 CpaBHEHMIO C TOYKOIW KHAYANO NEeYeHUA»
(napHbiit t-Tect CTblofeHTa).
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BAT npegH30noH

d3UTPOMMLIMH

Puc.8. BnnsaHne npoTnBOBOCNANUTENBHOM Tepanumu Ha 4acTo-
Ty Pa3BUTUA LMPPO3a MeYeHU Yy BONbHbIX MYKOBUCLUZAO3OM.
3eneHsblit cekTop — 6oNbHbIE C HOpManbHO dyHKLMEN neve-
HU; KOPUYHEBbIN — GOJIbHble C NPU3HAKaMMU LMpPpO3a; MoKa-
3aTeNn 3HaYMMOCTW BHIYMCAANUCL NO OTHOWEHWIO K rpynne
GonbHbIX 6e3 npoTuBoBOCNanuTeNbHOI Tepanuu (BMT).

TUTD TAKOE TAKEI0E€ OCIOKHEHHUE, KAK IUPPO3 Iede-
HU (puc.8). 3260J€BAHUE [ICYEHU, XAPAKTEPHOE /IS
MHOTHUX OOJBHBIX MYKOBHUCIIHJIO30M, €CTb NPAMOE
CIEACTBAE META60JIUYECKOTO CHHAPOMA M CBA3AHO
C HAKOIJIEHUEM B MAPEHXUME TPUTTHUIIEPUJIOB U JIN-
MONPOTENHOB HU3KON IUIOTHOCTH. DTO MPUBJIEKACT
Makpo@aru, KOTOpblE€ AKTUBUPYIOTCH MO KJIACCHYEC-
KOMY IyTH (TaK HasblBaeMble M1-mMakpodaru — npo-
JVLIEHTBl PA3HOOOPA3HBIX (PAKTOPOB BOCHAJICHUA).
B pesynbrare B I€YEHU BO3ZHUKAIOT MHOKECTBEHHBIE
OYaru BOCHAJEHUS, U MAPEHXUMA IIEYEHU MOCTEINECH-
HO 3aMENAETCA COEAMHUTENbHON TKaHbIO. IIpojo-
JKUTENbHAS NPOTUBOBOCHATUTENBHASA TEPATIUS MaJIbI-
MU J03aMH KOPTUKOCTEPOUIOB WJIM MAKPOTUIAHBIM
AHTUOMOTUKOM A3UTPOMHUIIMHOM HE TOJBKO YMEHbB-
mIaeT NPOAYKIUIO (PAKTOPOB BOCHANEHUS, HO U CTHU-
Mynupyer AuddePEHIIPOBKY MAKPO@AroB IO allb-
TEPHATUBHOMY IYTU, B PE3YIBTATE YETO MaKpodaru
npuo6peraoT peHorun M2 (Kak U3BECTHO, OHU CIIO-
COOCTBYIOT 32KMBJIEHHUIO DAH U PETEHEPALINHN).

B3rnap B 6yayuee

TI'ope eam, wmo cmpoume 2poOHULbL NPO-
poKam, KomopuLx u30UNU OMUbL 6AULL.

JIk. 11:47

Hauia acu3ns noana oicudarnutl, Komopuie

Mbl, KAK NPABUNLO, OCO3HACM MOALKO MO2-

0a, K020a OHU He OCYULeCMEAAI0MCAL.

beprpan Pacceun.

«qesoBeyeCcKoe MMO3HAHUE:

€ro ceprl U rpaHUIBl>

[Ipupoja MOCTOAHHO IMOCBIAET HAM MCIOTHEHHBIE
IJIyOOKOI'O CMBICJIA CUTHAJIBL, KOTOPBIE MBI, KAK HEPA-
JUBbIC YUCHUKU, 3AHATBIC HA YPOKE IOCTOPOHHUMU
MBIC/IIMH, 4ACTO IIPOIlyCKaeM MUMO ymen. Ho Bce-
TaKU IIOpor Bennkomy HacTaBHUKY yAaercs AOCTY-
YaThCA JJO HAMIETO CO3HAHUA, U MBI HE TOJIBKO CTABUM

nepes o601 OCMBICJIEHHBIE BOIIPOCHI, HO U MBITAEM-
€A OTBETUTh HA HUX B MEPY MMEIOIUXCHA B HaIIEM
PACIOPSAXKEHUU BO3MOXHOCTEH.

Hanpumep, BOIPOC O TOM, IOYEMY HOCUTENBCTBO
MYTAHTHOTO reHa CFTR TONy4UIO TAKOE IMHPOKOE
pacnpoCTpaHEHNUE B EBPONENCKON MONyIAnuu (I10-
pAfKa 2%), UIMEET HE TOJbKO AKAJEMUYECKOE 3HAYE-
Hue. CerofiHA CTAHOBUTCA OYEBUAHBIM, YTO HOCHUTE-
J1 OJJHOTO MYTaHTHOTO ajiens re"a CFTR (npu yc-
JIOBUHU, YTO BTOPOM HOPMAJIbHBIN) UMEIU CEJIECKTUB-
HBIE€ IPEUMYIIECTBA NEPE] APYTUMHU YIEHAMU IOIY-
JALMA. B 4aCTHOCTH, Y HUAX JIETUE NPOTEKAIO 3260€-
BAHME XOJIEPOU U CBHIITHBIM TU(POM, 2 TAKXKe Obl1a 60-
JIe€ BBICOKAA YCTOMYUBOCTD K Ty6epKyI€e3y. DTH JJaH-
HBIE OCTYKUJIA TEOPETUUECKON MPEANOCHIIKON s
Pa3pabOTKU JTEKAPCTBEHHOTO NPENnapaTa, CHOCOOHO-
IO CEJEKTUBHO GJOKHUPOBATH XJIOPHBIN KaHA, 00pa-
30BaHHBII 6enKOM CFTR B anuTeNnMn TOHKON KUIIKH.
Oxujaercs, 4yro npenapar oyaer 3p@QEKTUBEH IpU
JIEYEHUU XOJIEPBl U XOJEPOMOJOOHBIX COCTOSHUIA,
X4PAaKTEPUIYIOMUXCA HEKOHTPOIUPYEMOI IMOTEpPEH
XJIOpa Y€PE3 CTEHKY TOHKOU KUIIKH.

XOT4 1711 COBPEMEHHOTO YEJIOBEKA IPEUMYILECTBA,
CBA3AHHBIE C HOCHUTEJBCTBOM MYTAHTHOTO aJlIENA
CFTR, BeCbMa COMHUTENBHBI, B 1I€JIOM TAKOE MPUPOJ-
HOE fABJICHUE, KAK MYKOBMCIIM/I03, OTKPBLIBAET IEp-
CIIEKTHUBBI 711 (POPMUPOBAHUSA HOBBIX B3IJIA/JOB HA Ma-
TOJIOTUIO. MBI y2K€ TOBOPWIIA O TOM, YTO TEUEHUE MY-
KOBUCLIH/I032 Y JUTUTETbHO OOJIEIOMUX MAIIUEHTOB OII-
penendioT Takue (PAKTOPHI, KAK UCTOIEHUE TUIIOTANA-
MO-TUNO(U3APHO-HAAIIOYEUHUKOBOHU OCH, META00IH -
YECKUI CHH/POM U HAKOIUIEHHE B TKAHAX MATOJIOTHU-
YECKUX IPOJYKTOB MeTabonusma (60J€3Hb HAKOILIE-
HUA). AGCONIOTHO T€ € NPOLECCH IPOTEKAIOT B OPra-
HHU3ME B IIPOLECCE CTAPEHUA. TaKHe MATOIOTUUECKUE
U3MEHEHUS, KaK (PUOPO3 U KUPOBOE NEPEPOKAECHUE
BHYTPEHHHUX OPrdHOB, OCTEONIOPO3 U AMAOET, BOBCE HE
CTYKAT XAPAKTEPHBIMU IPU3HAKAMU MYKOBHCITHU034.
[Tofl06HbBIE UBMEHEHUSA PAHO WIM MO3AHO BO3HUKAIOT
y OONBIIMHCTBA JTIOAEH, AAXKE Y TEX, KTO B TEYECHUE
KU3HU HE CTPAfal KAKOU-TNO60 XPOHUUECKOMN MATO-
JIOTUEN. 3HAYNUT, MYKOBUCIIMJO3 MOXHO PACCMATPU-
BATb HE TOJBKO KAK IPUPOJHYIO MOJIEb YCKOPEHHOT'O
CTAPEHUA, HO U KaK YHUKAIbHBIM IOJUTOH I pa3pa-
60TKN HOBBIX IIO/IXO/I0B, OUHAKOBO NPUEMIEMBIX JJIS
Je4eHUs OOMbHBIX MYKOBUCIIU/JJO30M U TEPANIUU IATO-
JIOTUYECKUX COCTOSIHHI, OOYCIOBIEHHBIX NPEKIOH-
HBIM BO3pacToMm [14, 15].

He ciepyeT 3a0bIBATD, UTO OYAYILEE CO3/JAETCS CE-
rojiHsa. KakuM OHO OKaXeTCs 3aBTPA YTPOM, B 3HAYU-
TEJIBHONU MEPE 3aBUCUT OT TOTO, KAK MBI €I'0 CMOJE-
JIupyeM y cebs B rONOBE HBIHUE BeuepoM. Ecinu npu
3TOM OYAYT JONYIEHBl CUCTEMHBIE OMMUOKHU, MBI PUC-
KyeM IOTEPATbh UHUIIUATUBY U ITONACTh B CBOEOOPA3-
HBII LYTUBAHT. B cIydae ¢ MyKOBUCIUJO30M 3TO 03-
H44aeT, YTO HANPABICHUE UCCIEJOBAHUI HAM OYAYT
JUKTOBATb HE UHTEPECH OOABHOIO, 4 CHIOMUHYTHAS
MO/I4, JIOKHBIE ABTOPUTETHI U BE3AECYIAs KOHBIOHK-
Typa. THINYHBIM IPUMEPOM MOXKET OBITh HE IPUBE/-
masg HA K KAKUM PEATbHBIM PE3YIbTATAM, HO IUPOKO
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pPa3pEKIAMUPOBAHHAA IPOIPAMMA I€HOTEPATIUUA MY-
koBucuujosa. IIpu paszpaboTke 3TON NPOIrpaMMbL
ObUIM JIONYIIEHBI CPa3y ABE CUCTEMHBIE OIIUOKHU.
[TepBas cOCTOSIA B TOM, UTO HE OblIA JETAJIBLHO MPO-
paboTaHa METOJOJIOTUA U B JOCTATOYHON MEPE yUTe-
HBl BO3MOXXHBIE PUCKH, 4, TJTABHOE, HE OBLT JAH YET-
KHIT OTBET Hd BOIIPOC, KAKME IIPEUMYILECTBA MTOJYYUT
6OIBHOMH, MOJBEPTUINICS TAKOTO PO/IA BMEIIATEABCT-
By. Bropas u, BO3MOXHO, OCHOBHAsI OIMNUOKA 3aKJIIO-
4aeTcs B 001mEM OAXO/I€ K MYKOBUCITU03Y KAK K He-
KO «HEOOBIYHOI» OOJIE3HU, JEUECHUE KOTOPOH TpE-
OyeT pa3pabOTKU KAKUX-TO COBEPIIEHHO OCOOBIX ME-
TOJJOB TEPANUH, CIIOCOOHBIX PAJUKATBHO IOBIUATDH
Ha TEYEHHUE NMATOJOTUYECKOro mporecca. [TogobHas
TOUYKA 3pEHUS HE TOJBKO OMNOOUHA, HO U KOHTPIIPO-
AYKTHUBHA. CyIECTBYET OYE€Hb HEMHOIO 320605€Ba-

HUH, KOTOPBIE COBPEMEHHAS MEAHUIIMHA CIOCO6HA
MOJTHOCTBIO M3JIEYUTD, JAXKE B IIEPCIEKTUBE. TeM He
MEHee, TP 4/ICKBATHOM TEPATUY MHOT'E XPOHUYEC-
K1e OGOJbHBIEC COXPAHAIOT HOPMAJIBHYIO TPYJOCIO-
COOHOCTb W XKHUBYT HEOTPAHHUYECHHO JIOATO. DTO
B OJJUHAKOBOI Mepe CIPABEATUBO KK JIJIsI HACIEACT-
BEHHBIX, TAK M HEHACIEJCTBEHHBIX OOJE3HEH, TeM
foJiee UTO BKJIAJ TEHETUYECKUX (PAKTOPOB B PA3BU-
THE MOCTAEJHUX MOXET OBITh JOCTATOYHO BEJIHK. Jleii-
CTBUTEJBHO, YK€ CEro/IH MPOrHO3 NPU MYKOBUCITU-
JI03€ CYMECTBEHHO JIYYIIE, YEM MPU MHOTHUX JIPYTUX
«HEre€HETHYECKUX» OGOJIE3HAX, U MOXHO C BBICOKOM
CTENEHBIO BEPOATHOCTH YTBEPKAATD, 9TO IIPOJOJLKU-
TEAbHOCTb U KAYECTBO JKU3HU ITUX OOJBHBIX B OJIU-
JKAMIIEM JIECITUIETHN CYIIECTBEHHO MTPEB3OHUAYT MO-
Ka3aTEJIN CErO/[HSIIHETO JIHS. |

Pa6oTa BHIIIOJTHEHA IIPHU YACTHYHOM moaaep:kke Poccuiickoro poHaa (pyHIaMEeHTAIBHBIX HCCIAETOBA-

HuH. IIpoexT 10-04-01342a.
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