LBI0 KOMMPEeccopHoro Hebynalizepa. N5 BbINOMHEHUs paboTbl
noaroTosneHo 29 Bpayeil no 20-yacoBoli nporpamme. MeTtof He-
6ynalizep-Tepanun anpo6buposaH Bpadamun CMIM y 173 60/bHbIX
CO CpefIHETSHKENbIMU U TshKeNlbiMn o6oCcTpeHnsmn BA, y 90 nauu-
eHToB (52,0%) acTmaTuyeckuii NpUCTyn KynupoBaH MOHOTepanu-
el Hebynu3npoBaHHbIM 6epogyanom. CoyeTaHue MOBTOPHbLIX WH-
ransumii HebynusnmpoBaHHoro 6epogyana, kucnopoga v nprmexe-
H/e CUCTEMHBIX KOPTUKOCTEPOUAHBIX MpenapaToB NoBbillaeT adh-
(hEKTUBHOCTb HEOT/IOXHOI MOMOLLM 60MbHLIM C 060CTPeHneM BA
0o 87,3%. PaspaboTaHbl U TupaxupoBaHbl (1000 3k3.) meToau-
yeckvie pekomeHgauumn “BpoHxvanbHas actma” ans spadein CMI:
yTBEpXAeHHbIe B [13, N CUTHa/TbHbIA INCT (NPOTOKON BeAeHNs 60Mb-
HOro Ha atane CMM).

B pesynbTarte BHeAPEHUsA NporpamMMbl B MPakTuKy pa6oTsl CMIM
B 1997 r no cpaBHEHMIO ¢ 1996 I. yMEHbLUNIOCh KONNYeCTBO 60/b-
HbIX, FOCMUTA/IN3MPOBAHHbLIX B 3KCTPEHHOM nopsake, Ha 321 uen.
(20,4%). 3a 3TO Xe Bpemsi COKpaTU/0Cb YMCO acTMaTuyecKux
cratycos B 9,1 pa3 JleTalbHOCTb Npy acTMaTt4yeckom crartyce B
1997 r coctasuna 3,8% 1 cHM3UNacb No cpasHeHuo 1996 r B 1,8
pasza BHefpeHue HOBOI TEXHOMOTUM MO OKa3aHWK HEOT/IOKHON
nomowu 6onbHbIM BA B pa6otry CMI gact aKoHOMUYeckuii ad-
chexT, Npn TOM Xe KoMyecTBe BbI30BOB, B 12732,2 USD B rog.
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SPPEKTUBHOCTb MOHOTEPAMMN POBAMULIMHOM
MPY KPYMNO3HOW MHEBMOHWUU

PomuHbIX A.B.
[LlopoxHas 6onbHULa, . EkaTepuH6ypr

Llenb pa6oTbl - UcCiefoBaHNE BMSIHWSE POBaMULMHA Y GOMbHbIX
KPyrno3HOli NMHEBMOHMEli MONI0A0ro Bo3pacta, 6e3 ComyTCTBytoLLel
natonorum (HETOYHOW 1 BHeNeroyHow). O6cnefoBaHO YETBEPO MYX-
UMH 1 Takoe e KONMYeCTBO XKEHLMH B Bo3pacTe or 21 o 58 net
(cpepHvii BospacT 35 net) Bce 60nbHblIe Ha ambynaTopHOM sTane
He Mo/y4aUM aHTMGaKTeprasbHY0 Tepanuio, Gbin ToCIMTaIM3NpPO-

®“poBHOM, «a 2-11 - 3-ii fileHb 60ne3Hn. MNMHEBMOHUN Y Haum-

lopeTnsllTBIHET' ° nopaxeHNEM OT HECKO/IbKVX CErMEHTOB

finnan 60/1bHLIM NPOBOAUINCH PEHTTEHOoTNYeckue 1 na-
MWbIN «  UCCNEAOBaHUS: aHasIM3 KpoBY 06LLMIA, GenkoBble thpak-
r m r VMMyHoornyeckve Tectbl (PA/1. MMMyHOr106Yy-

NWHBIL. T-AMMAOLUTBI. TUTP KOMMNEMEHTA, LPKYMPYHOLLVE UMMYH-
Hble Komnsekcbl). Mposogunock 6akTepunoc™n*c™ un(Tepuo-
ioryyeckoe uccnefoBaHne MOKpoTbl [Mpy 6akTeproCcKoNMUYeCKoM nc-
CnefioBaHNN pe3y/ibTaT OLEHMBA/ICA MO Ha/IMUMIO B MOKPOTE KOKKO-
BOVi chnopbl Mpy GaKTepuonorMyeckomM MCCcnefoBaHUM B YETbIPEX
cnyyasx 6bi1 BblAeneH NHEBMOKOKK. B OCHOBHOM Yy 60/1bHbIX Hab/0-
[2/1CS HOPMaIbHbI UMMYHHBIV OTBET Ha GakTepuaUibHyio MHAEKLMIo
B AByX Cyyasx no faHHbIM UIMMYHOrpaMMbl OTMEYa/IOCh YrHeTeHVe
UMMyHUTETa (MyXUMHBI, 310ynoTpebnsiolwme ankoronem). Sleuexve
NPOBOAW/IOCH MO CefytoLeil cxeme B nepBeble 3 - 4 AHA, B 3aBUCK-
MOCTMW OT TAXKECTU TEUEHWNSA MHEBMOHUM, POBAMULMH HasHavau1csi No
3 MiH. ME 3 pa3a B [leHb BHYTPUBEHHO KanesibHo B 5% -HOM pacTBo-
pe rnoko3bl. 3atem per 0s no 3 MAH. ME 4 - 7 gHeid. MapannensHo
npoBoAynach CUMNTOMaTNYeckas, a B HEKOTOPbIX Caydasx UMMYy-
HOKOppUrvpytoLas Tepanus. B wectn cnyydasx (4 XeHLyHbl, ABoe
MY>K4MH) Ha BTOPOIA ileHb NeYeHnst HopMasI3oBanack Temneparypa,
3HAUNTENBHO YMEHbLUWIMCL CUMNTOMbI MHTOKCUKaUMKU B aByx cny-
yasx BbICOKas Temnepartypa CoXpaHsiach Ao YeTbipex AHeld, a B noc-
nepyoLem, Ha cybebpunbHbIX umdpax, 40 BocbMu AHeld. Mocne
OTMeHbl POBaMULIMHA MPOBOAU/ICA PEHTTEHONOrNYeCcKuiAi KOHTPOb
PeHTreHonornyeckoe paspeLleHve NMHEBMOHUM OTMeYeHO Ha 16- -
21-i1 geHb. ocne OTMeHbl poBaMULIMHA, HECMOTPSA Ha OCTaTOYHble
M3MEHEHWNS B JIErOYHON TKaHW, Ha3HaUeHWA Apyrux aHTMGMOTVKOB He
npoBOAWIOCL. HopManmsaums nabopaTopHbIX Nokasarenein oTMeva-
nacb napannenbHo KIMHNYECKOMY YYULEHUIO W PEHTTEHOMOornYec-
KOMYy paspeLUeHio MHEBMOHUN. B OCHOBHOM K [JHIO BbINUCKW LnchpbI
CO9, ocTpodhazosble peakuyn 6biM Ha HOPMasbHOM YpoBHe. Kpu-
Tepyem BbINUCKN 6O/bHBIX U3 CTauMoHapa 6bIf1o KMHUYECKOe 1 peH-
TreHOMOTNYECKOe BbI30POB/IEHNE.

BbiBOA: MOHOTEpanuA poBamMULMHOM 3heKTVBHA B SIeHeHUN
60/IbHbIX MO/I0A0r0 BO3pacTa C KPYrno3HON NHeBMOHWeN 6e3 co-
nyTCTBYHOLLEl naTonoruu.

OETCKOE HACEJIEHUE
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HAC/IEACTBEHHBIE 3ABOJIEBAHUS JIEFKNX

Masnos B

Kadhegpa feTckux 6onesHelt Ypanbckoii MeAULMHCKON,
r.ExatepuH6bypr

Cpefiyt peLANBUPYIOLLMX N XPOHUYECKUX 3a6oneBaHnii Nerkmx
HacneACcTBeHHble 60/1e3HM, NpoTeKalolme C NopaxeHnem pecnu-
paTopHoli CUCTEMbI, 3aHMMatT 0co60e MecTO BO-NepBbIX B CUMY
[0CTaTOYHO 3HAYUTEMNbBHOW WX YaCTOThbl, W, BO-BTOPbIX, 3a cyeT
TSDKE/IOTO TEYEHUs AaHHbIX (DOPM MaTosiorMn. M3 MOHOreHHO Ha-
creflyeMbix 6071€3Hei B NyNIbMOHOMOTVN HANGObLIETO BHAMAaHUS
NPpVB/IEKAIOT MEPBUYHAs LWINapHas AUCKMHE3Ns, MyKOBUCLMA03
1 fednumMT uHrnbutopa npoteas Bce OHW, Tak UAKM MHaye, nopa-
XaloT 3alLMTHbIE MEeXaHU3Mbl NIETKNX: MyKOLUIMapHbI KNMpeHe 1
cvcTeMy NPOTUBOAENCTBUSA [eliCTBUIO NPOTEOIMTNYECKNX SH3NMOB.

/13BeCTHO, YTO BO3JYXOHOCHblE NMyTU UMeIOT ABe /IoKaslbHble
3alLMTHbIE CUCTEMbI OT BO3AEelCTBUI (haKTOPOB BHELUHeN cpefbl:
nabypuHTonofo6HOE pasBeTBleHne GPOHXMAILHOTO AepeBa, CO-
3patollee TypOyNeHTHbIV TN NOTOKa BO34yXa, W MyKOLMNMapHbIii
(cnu3ncTo- pecHUTYaThIl) MexaHu3M o4ncTku. Mpupoga BO3AyLu-
HOrO MOTOKa OMUCbIBAETCSA C MOMOLLbIO uncna PeiiHonbaca. B co-
OTBETCTBUM C ypaBHEHMEM PeliHonbAca, MOXHO CAenaTtb 3ak/io-
YeHre, YTO YeM MeHblle AuameTp BO3AYLUHOTO kaHana, Tem 6o-
nee TypGyneHTeH TOK BO3Ayxa.

B cBOWO ouepedb MykouuamapHblii knanpeHc (MLK), kak dyHk-
LMOHa/IbHasA efjiHas cucTema, WMeeT cocTaB/sole: aeaTenb-
HOCTb K/IETOK PECHUTHATOro 3NUTENUs U onpeAeneHHblii cocTas
TPaxeo6pPOHXMaNIbHOTO CekpeTa UAnM MOKPOTbl  BAbixaemble yac-
TWLpI, BK/KOYas 6akTepumn, NPUIMNAatoT K CAI0K0 CU3M U NepeMella-
10TCS K 3a[Heli YacTu rnoTku Gnarogaps KOOPAMHUPOBAHHOMY KO-
NeGaHNI0 PECHUYEK.

MokpoTa npegctasnsieT co6oit komnayHz, COCTOSLLWIA U3 COBO-
KyMHOrO UTOra [esATeNIbHOCTN 3K30KPUHHBIX Xene3 v TkaHeli pecnu-
paTOpHOro TpakTa, arnbBeosIIPHOT0 U GPOHXMONSPHOTO CypchakTaH-
Ta, COCTaBHbIX YacTeil Nnas3mbl KPOBYW, MPOAYKTOB AereHepauun 1
pacnaga CO6CTBEHHbIX TKaHeli U MUKPOOPraHu3MoB, a Taikke kile-

TOYHbIX 3/IEMEHTOB, NPEACTaB/IEHHbIX B OCHOBHOM a/lbBEONAPHbI-
MU Makpodparamu. Mpu 3TOM MOKpOTa WMEET CI0XHOe CTpOeHue

Euwe B 1934 r AM. Lucas n L.C. Douglas 060CHOBa/I KOHLLEMNLMIO
[ABYC/NOWHOCTY C/IU3M PECMMPATOPHOTO TPakTa, COTMTAcHO KOTOpOW
NOKPOB PecnMpaTopHOro anuTenus npeactaenseT coboil Gucnoii:

NOBEPXHOCTHAsA YacTb — BA3KOE 06pasoBaHve (fenb) U noanexa-
Lan nepuuuMapHas YacTb, B KOTOPOIi PECHWYKW COBEPLLAIOT CBOU
6MeHNs Mo TUNY METaxPOHHbIX BOMH, — XuAkas cybecTaHums (30Mb).

BpoHxnanbHblii cekpeT 061aaaeT CNoXHLIMA PEoIor4eckMm
CBOICTBAMM, CXOAHbIMY C XapakTepPoM BS3KO3NACTNHECKUX HEHbIO-
TOHOBbLIX WM MaKCBENZIOBOrO TUNa XuakocTeid. Mo peonorueii
(Teky4ecTbto) noapasyMeBaeTcs CNOCOGHOCTL YNPYroOBA3KON Xug-
KOCTU K TEKYYeCTy, 3aBUCALLEN OT ABYX XapaKTEpPUCTUK: BA3KOCTU
1 3nacTM4YHOCTW. CekpeT GPOHXOB CMOCOGEH Teub, Kak BSA3Kast Xug-
KOCTb, ¥ AedhopMMpOBaTLCS, Kak 3nacTuyeckue TBepAble Tena.

BecbMa 3HauMTENbHOE MECTO B MaToreHese GPOHXONEeroYHbIX
HapyLUeHWii Mpu MyKOBWCLMAO3e 3aHMMaeT HapylueHue GanaHca
B CHCTEME NPOTEONN3-UHIMBNLMS, NPU KOTOPOM MPOUCXOAUT pac-
naj anactuHa CTPOMbI ferkoro. HeiTpodmnbl 1 anbBeonsipHble
Makpodpars SBASITCA OCHOBHbIM WCTOYHUKOM 3/1acTasbl, cofep-
XaHue KOTOPOI B KPOBU 6GO/bHbLIX ObIN0 3HAYNTENBHO MOBLILLEHO,
4TO UCCNefoBaTeNIM pacCMaTpUBatOT Kak NpU3HaK akTUBHOCTW BOC-
nanuTenbHOro npouecca. 3T0 BfieyeT 3a CO60W N3MEHEHUst B cuc-
Teme MHIMGUTOPOB NpoTeas. B nepsyto ouepesb U3MEHSETCS ypo-
BeHb a,-MHrMbutopa npoteas (AWIM) B CTOPOHY NOBbILWEHNUS. KOH-
LieHTpauysi BTOPOro no 3HaYMMOCTU MHIMGUTOpa npoTeonusa a2
MaKpOorio6yiMHa y 60/bHbIX 3HAYNTE/IbHO MOBLILLIAETCS, NOCKO/Ib-
Ky OH o6pasyeT CBs3b C NnpoTenHasamu GbicTpee, Yem AWM, npo-
ABNSS CBOWCTBA Kak Obl “CKOPO/ NOMOLLM", OfHAKO 3TN KOMMMEKChI
HEMNpOYHbl U BbICBOGOXAEHME (hepMeHTa MOXET BHOBb BbI3BaTb
peakuuy npoTeonusa.

Kpome npoteas, Bblgensembix HeliTpochunamm u makpodpara-
MW, MHrM6UTOpaM npoTeas NPUXOAWUTCS MHaKTUBMPOBaTb W dhep-
MEeHTbI, BblAeNisieMble MUKpoopraHuamamu Cpean aTux hepmeH-
TOB Y GO/bHBIX MyKOBVCLWA030M, Hanpumep, Haubosnbluee 3Have-
HUe umeloT: Ps.aerug. anactasa (MeTtannonpoTteasa), Ps.aerug
wenoyHas gpocgpatasa (He cogepxuT metanina) u LasA npoteunH.



CrepoBaTtenbHO, BblieneHre 60/bLLIOro KONMUYecTsa NpoTenHas-
HbIX (DEPMEHTOB MOXET B CyMMe 3HAUMTe/IbHO NPEBbILLATL CNOCo6-
HOCTb @HTUNPOTENHA3 HETPaNIN30BaTb WX, YTO MPUBOAMUT K rona-
[aHnio CBOGOAHOTO NPOTENHA3HOTO (DEPMEHTA B FHOWHYIO MOKPOTY,
HaxoAsLLYHCA MOBEPX CM3UCTON 060M0UKN AbIXaTesbHbIX MyTeil.

HacnepacTBeHHbI AednumnT a,-uHrméutopa npoteas npeAcTas-
nseT co6oii BPOXAEHHYI0 (hepMeHTONaTuio, XapakTepu3yoLLyocst
NPeNMyLLECTBEHHbLIM NOPaXKEHWEM PecnMpaTopHOro OTAeNa neroy-
HOVi TKaHU ¥ NPOSIBAIOLLYIOCSI B OCHOBHOM NPV FOMO3UrOTHOM HO-
cuTenbcTBe AedeKTHOro reHa. MeTepo3nroTHOCTb NOLAHHOMY TeHy
faBnsieTcA hakTopoM pucka, Ha hoHe KOToporo B Gonblueii cTene-
HU NPOSIBNAETCA NaTOreHHoe AeiiCTBME 3K30reHHbIX N 9HA0reHHbIX
¢hakTopoB. HeKoTopble aBTOPbI NOMAraoT, YTO reTePO3NTOTHOE HO-
CUTENLCTBO CaMo Mo cebe MOXET 6bITb NPUUMHOW NepBUYHON M-
r3embl nerkmx.

B 30-x rogax Hawero Beka LuBeiuapckuii Bpay K. KaptareHep
co6pan maTtepuan v onucan ceMeiiHble Cydan CoOYeTaHWst XPOHU-
YecKoro 3aboneBaHnsa nerkux (6poHX03KTasbl), XPOHNYECKOTO CU-
HyWTa 1 06pATHOrO PACMO/IOKEHUs1 BHYTPEHHUX OpraHoB (Situs
viscerus inversus); 310 3a6o1eBaHve NPOYHO BOLUMO B MEAULMHC-
Kyt iMTepaTtypy Kak cuHgpom (Tpuaga) KaprareHepa.

McTopus AeTanbHOro M3y4YeHnst AaHHO NaTonorMm Havanach ¢
1956 roga, Korga 6b1710 NPOBEAEHO AeTaslbHOE U3yYeHne HopMaUlb-
HOW YNbTPaCTPYKTYpbl MepLaTEIbHOr0 3NUTENIMS BO3AYXOHOCHBIX
nyTeii. Knetkn ¢ pecHUTyaTbiM 3nUTenvMeM I0KaM3yloTes B pas-
JIMYHBIX OpraHax opraHu3ma eBCTaxueBblx TPy6ax, CuHycax, Abl-
XaTesbHbIX NyTsX, 3NeHAMME XeyA0UKOB Mo3ra, CMHHOMO3rOBO-
0 KaHasia, anNuUTeNMn SRLEeBOAOB W sAivdkax (cnepmarosongst). U
clieflyloLLmMM 3TarnoM 13yyeHust sBUI0Ck ycTaHosieHne B 1975 rogy
¢hakTa OTCYTCTBMSI AUHEMHOBBIX PYYEK B XBOCTaX HEMOABWKHbIX
cnepMaTo3oMfoB, YTO MO3BOHW/IO MOCTY/IMPOBATb MOIOXEHNE O
reHepasIn30BaHHOM HapyLUEeHWW MOABWKHOCTU PECHUYEK y YacTu
VHCPEPTUNBHBIX MYXYWH.

B 70-x rogax 6bi/10 YCTAHOBMEHO, YTO MPUYMHOW CUMHAPOMA
KapTareHepa siBNSi€TCS NATONOTNA PECHATYATOrO ANUTENA, a Uc-
CnefoBaHus MOCMNeAHWX NET nokasanu, YTo NpU CUHAPOMe nep-
BUYHOW LSIMapHOi AUCKMHE3NU He BO BCEX Clydasix OTMevaeTcst
ofpaTHOe pPacnonoXeHWe OpraHoB WM AekcTpokapaus. Kpome
TOr0, HapylUeHWe PecHUTHaToro annapara onpegensieT v apyrue
BapUaHTbl MOPaXKEHWIA.

[laHHble 0 YacToTe NepBUYHON LunmMapHoii auckuHesun (ML)
pasHopeuusbl: oT 1:4000 o 1:30000. 3a6oneBaHvie HacnegyeTcs
B OCHOBHOM MO ayTOCOMHO-PeLieCCUBHOMY TuMy, HO MOryT 6bITb
cryyau ayTOCOMHO-AOMWHAHTHOrO HacnefoBaHWsi C Pas/IMyHoOl
NEeHEeTPaHTHOCTbI0. MPUUYMHO 3TOMY MOXET GbITb TO, YTO aHOMa-
VN LUNIMapHOro annapara reHeTUYECKW reTeporeHHbl. Bo-nepBsbix,
AedhekT MOXeT 3ak/toyaTbCsi B HEOCTATOMHOCTW WK OTCYTCTBUN
AT®-a3HbIX JMHENHOBbLIX py4yek, BO-BTOPbIX, B AeduunTe CUHTE-
3a AT®, B-TpeTbUX, B OTCYTCTBUM UM HEAOCTATOUHOCTY pauaib-
HbIX MOCTMKOB WU B TPAHCOKALWK LEHTPasIbHbIX MUKPOTPY6O-
yek. JTO 0OGBACHAET Takke TOT (hakT, UTO Yalle OTMEeYaeTcsi He
TOTa/lbHOE MopaXeHue, a napuuasibHble HapyLeHUs LuanapHoi
aKTUBHOCTY.

TaK unn nHaye, aCUHXPOHHbIE ABWKEHUSI PECHUYEK He obecne-
unBaloT AWPEKTUBHOCTN MyKOLMINAPHOTO KMPEHCa, YTo onpe-
[ensieT MHoroo6bpasne KIMHUYECKUX NPOSIBMEHUI pecnupaTopHo-
IO CMHAPOMA. XPOHUYeckuii GPOHXONEroYHbIii npouecc gopmupy-
eTca, kak npasuno, paHo — Yy 90% 60/bHbIX B NepBble 2 roga Xus-
HW. YacTo oTMeuaeTcsi o6pa3oBaHNe GPOHXO3KTA30B, MpPenMyLLle-
CTBEHHO B HWKHUX A0N1sIX. OCHOBHOW CUMNTOM — peuuanBupyo-
LW Kawwenb € OTAeNEHNEM THOWHOM MOKPOTbI. MocTeneHHo GpoH-
XO/EeroyHbIii NpoLecc nporpeccupyeT U pasBuBaeTcs Ablxareslb-
Hasi HefJOCTATO4YHOCTb B BUAE OfbILLKV NpU (hU3NYECKOl Harpyske
1 B nokoe. MHorve 60/ibHble OTCTAIOT B (DU3NYECKOM Pa3BUTAM
OT CBEPCTHUKOB. Pa3BMBaETCA yTOMNLIEHNE HOTTEBbIX (hanaHr nasb-
ueB no Tuny “6apabaHHbIX nanoyek” v U3MeHeHne Hortel no Tuny
“yacoBbIx cTekon”. Manbuvkam c MY/ B 6yayliem rposvT Hedo-
CTaToOYHOCTb MOABWKHOCTY CMepmaTto30uioB 1 Gecnioave

Kuuncny metogoB onpefeneHns yHKLUM MepuaTeibHoro anu-
TEeNMS CIM3UCTON NOMOCTU HOCA, KOTOpas B 3HAYWUTENLHON cTene-
HU, XOTS1 U HE BO BCEX CIlydasix, KOPPEenmpyeT ¢ AeATeNbHOCTbIO
PECHATYATOrO 3NUTENUA GPOHXMANTBHOTO flepeBa, OTHOCUTCH ca-
XapuHOBbIA TecT. CornacHo pesynbTatam 3Toro Tecta YesioBeyec-
Kasi nonynAuWa AenuTcs Ha ABe rpynnbl: GbICTPbIA TUN AeATENbHO-
CTU MepuaTesbHOro 3NUTENNA, NPU KOTOPOM BPEMS TeoTa CBCTaBr

nsiet meHee 15 MUH, 1 MeaneHHbIii — oT 15 o 30 MUH. Kak noka-
3a/M HalM UCCNEeA0BaHUsA, CpefHuil nokasaTesnb CaxapuHOBOTO
TecTa y 340poBbIx fgeTeli coctaBun 7,39+0,9 MUH.

MyKOBUCLMA03 MpeAcTaBnseT coboii CMCTEMHOE My/bTOPraH-
Hoe 3ab0neBaHne HacNeACTBEHHOrO xapakTepa, umetoLee B CBOei
OCHOBE MOpPaXKeHNe 3K30KPUHHbIX Xenie3 opraHusma B HacToswee
Bpema u3 6onee 250 onMCaHHbIX HACNe[CTBEHHbIX Gone3Heli 06-
MeHa BellecTB B eBPONEeoVAHOV Mony/sumMmn yalle BCero BCTpeya-
eTcs Mykosucumao3s: y 113 2000-2500 HOBOPOXAEHHbIX.

B HacToslee Bpems reHeTudeckas npupoga MykKosucumosa
(ayTOCOMHO-peLecCMBHbIV XapakTep HacnefoBaHus) He Bbi3blBa-
€T HUKaKMX COMHEHWIA, NOCKO/bKY YCTaHOBMEHa Nokannsauma (ce-
peaviHa A/IMHHOTO MnJieya XpOMOCOMbI 7)

leH MykoBMCUM/03a, TeH TpaHCMeMOpPaHHOro PEerysiiTOpHOro
6enka mykosucumgosa (CFTR), OTHOCUTCA K Tak HasblBaeMbIM “re-
Ham fomallHero xossiictea” (house-keeping genes) n Becbma 6/m-
30K K CEMECTBY reHOB, KOHTPONMPYIOLMX CUHTE3 MEeMOPaHCBA3bI-
BaroLmx 6enkoB. eH MykoBucLmAo3a NpefcTaBnseT coboit yuvac-
TOK 0KOM0 250 T.N H AHa/IM3 HYKNEOTUAHONW NOCNef0BaTENLHOCTY
nokasaJi, 4To reH COAepPXMT 27 3K30HOB. BenkoBblii MPOAYKT reHa
mykoBucunaosa — CFTR — vMeeT CNoXHYI0 CTPYKTYpY, MOJeky-
NApHyt0 maccy okono 170000 un coctouT U3 1480 aMMHOKWUCIOT.
[lBa napHbIX TpaHCcMeMbpaHHbIXx AomeHa CFTR (MSD) o6pasytor
KaHan nepepaun voHoB Cl~ yepes anukasibHylo MembpaHy LleHT-
panbHbIii HenapHblii R-A4OMEH BbINONHAET (hYHKUMIO MOPLUHA.

B AaHHOM reHe MaeHTUULMpPOBaHO He MeHee 600 myTauwii
(13 KOTOPbIX Ha TEPPUTOPUM Hallieli CTpaHbl OTKPLITO 8 MyTauwii) B
3K30HaX, a TaKke B MHTPOHHOIA YacTy rexa, HapyLatoLyx npoLecc
cnnaiicuHra. OfHako OCHOBHOW MyTauueii cumTtaeTcsa del F508 —
feneuus Tpex HykneoTngos B 10 9K30HE, KOAMPYOLWAas aMUHOKNC-
noty cdennnanavuH B 508 nonoxeHun 6enka CFTR.

CpegHsas vactoTta geneuun del F508 B cTtpaHax CHI™ cocTas-
nset okono 50%. Hamu ycTaHOB/IEHO, YTO B PernoHe Ypasna yvac-
TOTa TakoBoli cocTtaBuna 40.26% — y 11,68% B romMo3vroTHom
COCTOsiHUM 1y 28,57% B reTepo3nroTHom

CouyetaHne myTtauum del F508 ¢ onpeaeneHHbIMU BHYTPUreH-
HbIMW TanioTMNamm no3Bo/IMIO MOHATL NPOUCXOX/AEHNE 3TOM A0-
MUHVPYIOLLel MyTauuy 1 AokasaTb, YTO OHa BO3HMKNA MPUMEPHO
32000 neT Hazaf Ha TeppuUTOpUN COBPEMEHHON AHIMK

Ham yganocb ycTaHOBWUTb, YTO PacNpoCTPaHEHHOCTb MyKOBUC-
ungosa cpean 60MbHbIX C PELVAVBUPYIOWMMU N XPOHUYECKMMMN
3aboneBaHusAMUK nerkmx coctaenset 4,5% [opaxeHne opraHoB
[blXaHusa y 60/IbHbIX MyKOBMCLMA030M siBNSETCA Hambonee vac-
TbIM NposiBNEHNEM 60ne3Hn 1 BcTpeyvaeTcs y 75-95% 6onbHbIX.
Kpome TOro, n B 3TOM ef1HOAYLIHbI BCE aBTOPbl, UMEHHO NEroy-
HbI/i CMHAPOM OnpefenseT NPOrHo3 kak 3aboneBaHNs, Tak W XU3-
HU 60MLHOTO.

XapakTepHbIM 15 MYKOBUCLMA03a SBMAETCS 3aTshikHOe Wn
peLnavBupytoLlee TeueHne NepBoii MHEBMOHMM, [jaxe Npu CBOEB-
pPeMEHHO HayaTOM W NPaBW/IbHO MPOBOAMMOM fleveHun B aanb-
Helilem neroyHblii Npolecc NpuobpeTaeT XPOHUYECKOe TeyeHne
¢ Andby3HbIM, ABYCTOPOHHUM MOpPaXeHUem

B HekoTOpbIx cnyyasx 3a6oneBaHvie B TeUEHWE [/IUTENIbHOr0
BPEMEHN MOXET npoTekaTb 6eCCMMNTOMHO, WK e OCTpble pec-
nUpaTopHble VH(EKLWM OT/IMHAOTCA 3aTAXHBIM TedeHreM. B gpy-
X ciyqasx AeTei n B3poc/nbIX 6ECNOKOUT XPOHUYECKUI Kallesb 1
(1nn) NOBTOPHbIE MHEBMOHWMKM OpHaKo y GOMbHbIX MyKOBUCLWMAO-
30M Yalle pas3BMBAaOTCH GPOHXWUT M BGPOHXWOMNT, COMPOBOXAAK-
LMECA CBUCTALLMM [bIXaHWEM, TO eCTb 060CTPEHVe NpoTekaeT no
BGPOHXMTUYECKOMY TUMY W PEXE N0 MHEBMOHWYECKOMY Tuny. Mpu-
YeM HapylleHue CcamouyBCTBUS GOJIbHbIX HAxoguTca B NPAMON
3aBUCUMOCTU OT CTENeHN BbIPAXEHHOCTV BOCNA/IMTE/IbHbIX U3Me-
HeHwii B 6poHxax. Mo Mepe nporpeccMpoBaHus GPOHX0IErOYHOro
npouecca nosiBNATCSA HENepeHOCMMOCTb (PU3NYECKO Harpy3ku
1 opbiwka. Mpu uccnegoBaHun ®BJ, Mbl YCTAHOBUAW, YTO GOSb-
LUMHCTBA 60NbHBIX 06HApYXUBaeTca KOMBUHALUA 06CTPYKTUBHBIX
1 PECTPUKTUBHBIX HapyLIeHWA.

OfHUM 13 Hambonee BaxHbIX METOLOB /leHeHUs pecnuparop-
HOTO CWHAPOMa NpU HacneACTBEHHbIX 3a60/1EeBAHUAX Nerknx siB-
NAeTCA pa3kmKeHne 1 3Bakyaumsa MOKpOTbl. [JoBUTLCS 3TOT0 MOX-
HO, MO KpaiiHeli Mepe, ABYMS NyTAMW: Mepamu thapMakosormyec-
KOro BO3AelCTBUA (3KCNEPTOPaHTbI U CEKPETONNTUKN) 1 n3nyec-
KuMu haktopam. COBPEMEHHBI aCCOPTUMEHT MyKOSIMTUYECKNX
N MyXOPeTyNNpyIoLWnX CPeACcTB [OCTATOUHO LUMPOK.



YuutbiBasi ToO 06CTOATENLCTBO, YTO OAHUM U3 (haKTOPOB, B 3Ha-
UNTeNbHOM CTENEHN YBENNYMBAIOLMX BSI3KOCTb MOKPOTbI, ABNSET-
ca AHK, acCOpTUMEHT MYKONUTUYECKUX CPeACTB 6bll NOMOSHEH
3a cyeT (hepmeHTa JHK-a3bl. MepBbiM npenapaTom 3TOW rpynnbl
6bina foHa3a, KoTopasi Npu aspo30/IbHOM NPYMEHEHNN Bbi3biBasa
noGouHble AeiicTBns: 6poHXocnasm, annepruyeckme peakuuv u
MHOrAa KpoBOXapkKaHbe.

B 1988 rogy Dr. S.Shak (1990) o6Hapyxwun cTaTtbio, ony6anko-
BaHHylo B 1954 rogy, rge roBopuiocb, YTO MOKpOTa GO/bHbIX My-
KOBMCLIMI030M COAEPXMUT 6onbLuoe konuyectso JHK Kpome Toro,
B 3TOi Ny6AMKauMK yKasblBanoCb, YTO DEPMEHT, Ha3BaHHbIA “6bl-
ybsl MaHkpeaTudyeckas [iHK-asa", moxet pacuwennarte AHK v ge-
natb MOKpOTy Gonee Xuakoil K coxaneHuto, 6blubs naHkpeaTu-
yeckas [JHK-a3a BecbMa 4acTo Bbi3blBana y 60/MbHbIX annepru-
yeckvie peakuun, 1 NOTOMY [aHHblii npenapart Gbin HagoNro 3a-
66T Mpobnema 6bina pelweHa, korga rpynna Dr. S.Shak sbigenu-
nla W KNoHMpoBana YesnoBeyeckuii reH, OTBETCTBEHHbIN 3a Bbipa-
60Tky JHK-a3bl Yenoseueckas [JHK-a3a B HaTUBHOI chopme B
HebOoMbLUMX KOMMYeCcTBax COAEPXWUTCS B KPOBW, CeKpeTe noake-
Ny[04HOIli Kenesbl, AYOEeHa/IbHOM COKe, Moue.

Haww onbIT npumeHeHns rhDNase y 60/1bHbIX MyKOBUCLA030M
rokasaun ero BbICOKyt0 ahheKTUBHOCTb NPW OTCYTCTBUW KMHUYEC-
KX 1 NabopaTopHbIX NPU3HAKOB OCNOXHEHWIA.

JaHHble NMTepaTypbl U COGCTBEHHbIX UCCNe0BaHniA NO3BONN-
/N Ham COCTaBUTb pabouyto KnaccugukaLluio MyKOMTUKOB, B OC-
HOBY MOCTPOEHWSI KOTOPOI Mbl MOMOXKWAN NPUHLMN BO3AEACTBUA
Ha KOMMYECTBO BOAbI B MOKPOTE, KOHLEHTpauuio NpoTENHOB, MY-
LMHOB, MYKONPOTENHOB, BbIPAbOTKy CypdiakTaHTa, NyTu TpaHcnop-
Ta MOHOB Yepe3 Memb6paHy, Aenonumepusaumio AHK:

1 pernapaHTbl CaAn3sm,

2 npoTeonmMTUYeckne hepMeHThl,

3. Npoun3BOAHbLIE TUOJOB,

4. CTUMYNATOpPbI cypdakTaHTa

5. perynsaTopbl MOHHOTO TpaHcnopTa

6. rugponusanTsel AHK.

B KkoHuUe 80-x rogos 6bl1 paspaboTaH reHHOMHXEHEPHbIA Me-
TOZ, NOMlyYEeHNS YeNOBEYECKOro pekombuHaHTHoro AVM u3 kposwu
OBel| W B HacToslLLlee BPemMa Hauata anpobauns UHrasLUMOHHOIo
npuMeHeHns pekombuHaHTHoro AWM y 6onbHbIx. CnegoBatesib-
HO, faHHbIi MEeTOA Nneyenusi, kak u uHranaumm rhDNase, nocne
COOTBETCTBYIOLLIEr0 KIMHUYECKOrO UCTbITAHNA OTKPbIBAET Nepcnek-
TVBbI YCMELLHOrO KynvpoBaHWSA PecnupaTtopHOro CUMHApOMa Ha-
CNeACTBEHHbIX GONe3Hel.

OpfHaKo OCHOBHble HaAeXfbl B /IEYEHUN TEHETUHECKUX MOHO-
TeHHbIX 60ne3Hell cBA3aHbl C MEHHOMHXEHEePHbIMU MeToAaMu, Ko-
TOpbIE YXKE HaYa/ NPUMEHATLCA B KIMHUYECKON NpakTuke y 60Nb-
HbIX MYKOBMCLIMA030M B BUAe nepecajkv reHa B IMNOCOMHOM WMn
BUPYCHOM BEKTOpE.
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OKONOIMMYECKME ACNEKTbl B NMY/IbMOHONOIMN

Wwunko B.W.

Yparibckasi rocyjapCTBEHHAA MeANLVHCKas akafemuvs,
r. EkatepuH6ypr

TepMuH «3konorus» (MPOW3BOAHOE OT rPeyecknx CroB 0icos -
[0M 1 l0gos - Hayka) BrepBble UCMO/b30Bas aMepukaHckuii dm-
nocop, pomaHucT 1 HatypanucT FeHpu [asug Topo (1817-1862).
OfHako cemMaHTU4eckuii NpuopuTeT UCTOPWUYECKM 3akpenuncs
3pHCTOM [ekkenem, KOTOpbIi B CBOMX paboTax 0603Ha4un psig
OCHOB COBPEMEHHOIi 3BOJIIOLMOHHOI 3konornu. B HacTosLiee Bpe-
Msi 3KO/IOTVIO CefyeT paccMaTpuBaTh, Kak KOMMIEKCHOe, MeX-
AVCUMNNMHAPHOE HayyHOe HanpassieHue. Bonblumm pasgenom
3TOr0 HanpaB/IEHUs SABNSIETCA MeAULMHCKAs 3KOOMUs, B KOTOPOIA
B CBOIO OYepe/lb MMelTCsi cBou nogpasgensl. K nocnegHum cne-
[lyeT OTHECTW W 3KOMOTMYECKYIO MyNbMOHOOTNIO.

B pesynbTate cBOEll NPOV3BOACTBEHHOW AEATENIbHOCTU Yeno-
BEYECTBO MpeBparrvnocb B Npupogonpeo6pasyioLlyto cuny, BO3-
[eVicTBue KOTOpOIA cTano NPOsiIBNAATLCA GbICTPEE U CU/bHee, YeM
XOf, eCTECTBEHHOI 3Bostounn 6uoctepbl. Mpn 3Tom B elle 60b-
Leli Mepe TEXHOTreHHble M3MeHeHWsa Gruocdepbl 06roHAIT agan-
TaLWOHHbIE OHTO- U (PUNOreHeTUYeckne BO3MOXHOCTH YenoBeyec-
KOro opraHuama.

3 3aka3 2653

B nogo6Hol cuTyaumm U3MEeHUNOCh W OTHOLLEHUE PasmnuyHbIX
nyTeil NOCTyNNeHns BpefHbIX BellecTs. B HacToswwee Bpems cTan
rNaBeHCTBOBATb BO3AYLUHbIA NyTb NPOHWKHOBEHNS KCEHOBUOTUKOB
B opraHuam 53,3% (Benuukosckuii B.T.). MuweBoli n BogHbIli Me-
XaHW3Mbl MPOHNKHOBEHWS YY)EPO/HbIX BELLECTB B OPraHn3m OoTo-
WM Ha BTOpOI nnaH: 32,8 U 12,2% COOTBETCTBEHHO. A Mexay
Tem, 3T1 ABa NyTU Ha NPOTSXEHUW 3BOMIOLMK OCTaBa/INCh FNaBeH-
CTBYIOLLIMMMU, BbIPA6OTA/INCHL M COOTBETCTBYIOLLWE 3aLLMUTHbIE Opra-
Hbl Tak, Ana 06e3BpexuBaHnA MPOHUKAIOWMX U3 KULIEYHMKA B
KPOBb YY)KEPOAHbIX BELLECTB CAYXWUT neyeHb Jlerkue B 3TOM OT-
HOLUEHUN NoYTU 6e33alLuTHbI

B aTMocchepHbIil BO3AYyX eXerogHo BbIGPACHIBAIOTCA MUNNOHDI
TOHH MbIMK, OKUCW YrMepoAa, ANOKCKUAA Cepbl, COTHU ThICAY TOHH
APYIVX XMMUYECKUX BELLECTB U, Kak 6bINo ckasaHo Bbilwe, 6onee
MOMOBKHbI KCEHOOMOTUKOB MOCTYNaloT B OPraHW3M Yepes opraHbl
[AbIXaHWUA, KOTOpble He MMEIT XMMWYECKOro 3ac/ioHa. oatomy
OpraHu3M 4esioBeka 3HaunTeNbHO 60/1ee YyBCTBUTENEH K NPOHWK-
HOBEHMWIO B HEr0 TOKCUMYECKUX BELLEecTB Yepes fierkue, Yem yepes
XKENY[OUYHO-KULLIEYHbIV TpakT.

Takoe NMPOHUKHOBEHWE GOMBLIOTO uKcna BPEAHbIX BELLeCTB
Yepes opraHbl AblXaHUa NPUBENO K BO3PACTaHWIO PECNUPaTOPHbIX
anneprosoB, GPOHXWasIbHOW acTMbl (NocneAHss nmomonogena u
notsxenena) LUupokoe pacnpocTpaHeHne NOy4Yunn XpoHuYec-
Knii GPOHXUT (B TOM YMCNE Y AETEN) 1 Takve peakve npexae dop-
Mbl HETOYHON NATONOrMKM, KaKk pas/iNyHble asibBEOUTLI, rpaHyne-
MaTo3bl U UHTepCTULManbHble hubpossl Ocobyto TPeBOory Bbi3bl-
BaeT POCT uncna 60bHbIX PakoM NErkoro, KOTOPbIA Mo CBOel pac-
NPOCTPaHEHHOCTU BbIXOAMT Ha NEPBOE MECTO CPeau BCEX OHKOMO-
rmyeckmx 3abonesaHuii. Bce ato npegonpenenseT Heo6xoAMMOCTb
NpUBNEYeHNs BHUMAHKS K 9KOSI0TMYECKON MyNbMOHOMIOMN

OrpomMHOe KONM4ecTBO XWMUYECKNX BeLLecTB-KCEHOBMOTVKOB,
BblGpachbiBaeMbIX B OKPYXKaIOLLYIO cpefy, He noaaaeTcsa nepeuwc-
NeHnio. YCMoBHO UX AenaT Ha cnegytowwme rpynnel (V. Wagner): |
rpynna - NPoAYyKTbl NOMIHOrO W YaCTUYHOTO CrOPaHWsi OpraHNYecko-
ro Tonnuea (neTyyas cMona, caxa, OKWUC/bl a30Ta, CePHUCTbIN ras,
OKuCb yrnepoaa, 6eH3(a)nupeHbl, 6eH3aHTpaLeHsl 1 ap.); Il rpyn-
na - NpPoAyKTbl XMMUYECKOW NPOMbILLNEHHOCTH (6eH301, cheHon,
Kcunon, ammuak, opmansgerng v ap.); |l rpynna - npoaykTel 6bl-
TOBOI 1 CENbCKOXO3ANCTBEHHOW XUMUN (KOCMETUYECKMe, MotoLLme
cpefcTBa, xsopopraHuyeckve u hocchopoopraHuyeckue ygobpe-
HUA v gp.); IV rpynna - Tsxenble mMeTai/bl (CBUHEL, PTYTb, KO-
6anbT, MbIWbSAK, XPOM U Ap ), nocTynatowime B 6uoctepy npu cro-
paHun opraHMyeckoro TOMMBa WK C 3aBOAOB YEPHOW U LBETHO
mMeTannyprn; V rpynna - HeopraHuyeckas nbinb (CUAMKaTbl, ac-
6ecT, yactuubl yrnepoga); VI rpynna - 6uonormyeckne nonnotaH-
Tbl: pacTUTesIbHble annepreqbl, MUKPOCKONUYeckne rpnébl 1 MUKO-
TOKCWHBI, MUKPOGLI, BUPYChI, NapasuTtbl. 3T BellecTBa B aTMOC-
hepe NPOMBbILLNEHHbIX TOPOAOB 3HAUYUTENIbHO MPEBbIWAT npe-
AenbHO-AoNnycTUMble KoHueHTpauun (bpesruHa C U, MepeBoLuu-
koBa H.K., MuukeBny C.3.). Viccnegosanusa B m. H-Tarune, Yens-
6uHCKe, HOBOKy3HeLke - rae akonornyeckas ob6cTaHoBka onpege-
naeTca BbIBPOCOM BpPefHbIX XMMUYECKNX BeLLecTs, nokasasu, 4to
3a60/1€BAEMOCTb OPraHoB AbIXaHWS 3HAYUTE/IbHO MpeBbIIaeT Ta-
KOBbl€ B KOHTPO/IbHbIX 30Hax. OBHapPYXXMNOCh Takke CBA3b Mexay
BbICOKOI PacnpoCcTpPaHEHHOCTbIO XPOHUYECKNX GPOHX0MEroYHbIX
60n1e3Heli 1 NPOCTPaHCTBEHHbIM PACNONOXEHNEM MPOMBILLIEHHbIX
npeanpuaTuii. Tak KO.J1. Mu3epHuLkuii ¢ coasT. (1995), o6cneays
[eTCKoe HacesneHue Takoro ropofa, BbISBUA, YTO GpOHXManbHas
acTmMa B cpegHem cocTasnset 9,7 Ha 1000 yen. OgHako 6binu
BbISIB/IEHbI OTAE/IbHbIE MUKPOPaioHbl, Ae 3TOT nokasaTenb Co-
cTaBnsieT Ao 24 Ha 1000. B Mockse, Hanpumep, B paiioHe Cafo-
BOrO KO/bLid YMCno 60/bHbIX GPOHXMasIbHO acTMoii B 2-2,5 pasa
BbllLie, YEM B YAaNIeHHbIX OT KPYMHbIX aBToMarncTpaneii paioHax,
v gocturaeT 15-20 Ha 100 uen.

CuuTaeTcs, YTo B 3alLyTe OpPraHoB AblXaHusa OT HebnaronpusaT-
HbIX BO3[ECTBUIA y4acTBYIOT HECKOMbKO B3aWMOCBSI3aHHbIX CHC-
TeM 1 mexaHunamoB ( Bennukosckuii b T., BenbTuwes HO.E.). K Bax-
HelWwuM 13 HMX OTHOCATCS: 1) cuctema KOHAWLMOHMPOBAHUS 1
MeXaHNYeCKON OYNCTKN BO3[yxa Ha MOBEPXHOCTU [bIXaTeflbHbIX
nyTeld; 2) MyKOLWUANNapHbIA MexaHn3M yaaneHns 6poHXUasibHOro
cekpeTa, CofepxXallero 3K30reHHble BKMOYeHUs; 3) KNeTouHble
cucTembl 3axsarta, GuoTpaHcopmayum TBepabIX U XUOKUX aspo-
30M1€li, NapoB W rasos; 4) UMMYHONOTMYECKNE MexaHu3mbl. ep-
Bble ABe cHtTeMbi MeHee ACHbI U NOHATHbLI, KaK, B 06Liem, 1 YeT-



