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CTEHKA BO30YXOHOCHbIX MYTEWN

Cnuaucrana ob6onoyka

Cnnaunctyto 060n0o4ky 0bpasyoT 04HOCNONHbLIN MHOTOPSAHbLIN
MepLaTenbHbI ANMUTENNIA, COOCTBEHHbIN CIION N MbILLEYHbIN CION
(OTCyTCTBYET B BEPXHUX OTAENax: Tpaxee, rmaBHbIX OpoHXax).

Noacnunancras obonouka

[Moacnusuctaa obonoyka cogepXmMT CrnM3ncTole N 6enkoBo-
CNM3UCTbIE Xeneasbl. 1o Mepe yMeHbLUeHUs Kanmbpa 6poHXoB
KOJINYECTBO Xeré3 ymeHbluaeTcs. B bpoHxuonax xxenesbl
OTCYTCTBYIOT.

PuUoOpOo3HO-XpsLeBas 000MnoYKa

Pnbpos3Ho-xpsiLeBaa obonoyka npeacrasrneHa rmanmMHoBbIM
XPALLOM, 0Opa3yloLLNMM HE3aMKHYThIE KOMbLa B Tpaxee U rfaBHbIX
BpoHxax, NNacTUHKN U HeEBOMbLLUME OCTPOBKN BNIOTb 40 MENKUX
B6poHxoB. B bpoHxax manoro kanmbpa n 6poHxmnonax pubposHo-
xpsiLeBas obomnoyka OTCyTCTBYET.

HapyxHas o6onoyka

HapyxHas (agBeHTUUManbHas) obonoyvka obpasoBaHa
BOJTIOKHUCTON COEAUHUTESTIbHOM TKaHbH, CBA3AaHHOW C OKpYXXatoLLlen
COeaNHUTENBbHOW TKaHbO NErKux.



CINMN3NCTAA OBOJTOYKA BO3QYXOHOCHbIX MYTEU

OOHOCNOMHBLIN MHOTOPAAHLIN MepuaTesibHbIN AnNuTenumn obpasyroT
pecHuT4aTble, bokanoBuaHble, HEMPOIHOOKPUHHbBIE, XeMOpPEeLENTOPHbIE, Ba3arbHble
(CTBONOBLIE) KNETKN, DPOHXNONSAPHLIE 3K30KPUHOUNTLI (B TEPMUHASIBHOM OTAENe
BO34YXOHOCHbIX MyTen), BHyTpuanutenuarnbeHble geHapountbl (Al -npeacrasnsaiowime
OKEeHOPUTHbIE KIETKN JlaHrepraHca).

PecHumuyameie u 60karnogudoHble Kriemku pabomarom emecme, hopMupysi
MyKouuuapHbIU 3auuUmHbil MexaHU3M 8030yXOHOCHbIX rymedu. XnopHeitu kaHan CFTR e
ux MmembpaHe pezyriupyem cekpeyuro U 893Ko0Cmb Cr1u3U.



PecHuTYaTble KNeTKu
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OcHoOBHOWM TUMN anUTeNManbHbIX
KITETOK BO3QYXOHOCHbIX NyTEMN.

Ha anukanbHOn NoBEpPXHOCTU
cogepxat ao 250 pecHUYex,
COBEpPLUAIOLLNX CUHXPOHHbIE U
BOSTHOODOpPa3HbIX KofiebaHus.

MmetoT peuenTtopbl ANs1 MHOMMX
BELLECTB, yBENMYnBatoLwmx
4acToTy BUEHNSA PECHUYEK:
B,-agpeHepruyeckue;
M3-XOITMHEPIUYEeCKIE;

VIP (Ba3zoakTMBHOIo
NHTECTMHaNbHOro nonmnenTnaa);
NK1 (TaXxMKMHMHOB); OTHOCALLErocd
K KanbUMTOHNUHOBOMY reHy
nenTuay.



KOMNOHeHT MyKouunuapHoOro 3alyjUTHOro MexXaHu3m BO34YXOHOCHbIX MyTeu:
PecHWYKN co3aatoT CKOOPAMHUPOBAHHbIE BOSTHbI ABUXEHUS, KOTOPbIE NPOABUratoT Crnn3b
HapyXy. XrnopHbi kaHan CFTR oTBevaeT 3a cekpeuunto noHos Cl-, 4To yBennumBaet
TpaHCNopPT BOAbl HA MOBEPHOCTb ANUTENUSA N, TaKUM 00pa3oM, BNUSET Ha BA3KOCTb CINU3H,
COOTBETCTBEHHO Ha 3P EKTUBHOCTL MPOABUKEHUSA CIN3N, T.€. HA YPOBEHb OYNCTKN
BAbIXaeMOoro Bo3ayxa.

Pacno3HaBaHMe naToreHOB U 3anyCK MMMYHHOro OoTBeTa:

PecHuTYaTbIe KNETKM MMEIOT peulenTopbl pacno3HaBaHus obpas3os, kak TLR (Toll-nogobHbie
peuenTopbl), KOTOPbIE pacrno3HarT MUKPOBHYIO Yrpo3y N CTUMYMUPYIOT CEKPELINIO
uutokmHoB (AJ11, U6, NJ18) n xeMoknHoB (pakTop xemoTakcmca 903MHOMUNOB ), 3anyckas
nokanbHbIN BOCNanuTenbHbIN OTBET.

Peakuusa Ha BocnanutenbHble CUTHaNbI:

PecHuyaTtble KNeTKM TakKe 3KCNPecCcUpyroT LMTOKMHOBLIE peLenTopbl, KOTOPbIe NO3BONAKT
UM pearmpoBaTtb Ha CUrHanbl OT APYrMX UMMYHHbIX KIETOK, TaknX Kak Makpodaru un T-
knetkn. Hanpumep, TNFR1 no3sonset knetkam pearnposatb Ha TNF-a, Bbiaenaembln
MaKpoaramm abixaTesfibHbIX NyTeN.



bBokanoBuaHble KNeTkn (MyKOLUUTHI)
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CocTtasnsatoTt go 30% Knetok
ANUTENNSA BO3QYXOHOCHLIX MyTEN,

B pacLUMPEHHOW annKanbHOW 4YacTu
codepXart Bakyonu ¢ MyUMHOM, a B
CYy>XeHHOW ba3anbHOW — KOMMJIEKC
[onbku, rpanynsapHyto 9C,
MUTOXOHAPUN.

NmetoT peLenTopbl LIMTOKUHOB,
UrparoLLINX KNKYEBYHO POrb B
PErynaunm nx pyHKLMM N peakumm
Ha BOCMNaneHue.

K aTum peuentopam OTHOCATCS
peuentopbl AJ1-4, TT-13, UJ1-17,
TNF-anbda v IFN-ramma, a Takxe
apyrne. AKTMBauus aTux
peuenTopoB MOXET BIMUATb Ha
NpPOAYKLUUIO MYLIMHA,
anpdepeHUnpoBKy bokanoBmuaHbIX
KITETOK.



Cnusb npeacraBnaeT cobomn CroXHY CMECb MYLIMHOB, PasfiMdHbIX aHTUMUKPOOHLIX DESKOB,
MeTaboNNTOB, XXNOKOCTEN U ANEKTPONTUTOB.

MyLI,I/IHbI — CEMENCTBO NOJNIMMEPHbIX, BbICOKOIMTMNKO3UITMPOBAHHbIX 6€J'IKOB, npoayumnpyembixX
ANMNTENNAribHbIMU KNeTkaMn ObiXaTelrlbHbIX ﬂyTeVI N NoACITIN3NCTbIMU KEJNNe3aMMn.

CywecTByeT no meHbllen mepe 21 reH Muc, Kogupyowmn YenoBeveckmne MyLuHbl, N3 KOTopbix 14
9KCMPeCccupyoTcs B anNUTeNnanbHbIX KneTkax ablXxaTenbHbIX NyTeun.

CeKpeTopHbie NN CBA3aHHbIE C MEMOPaHON MYLMHbI — YacTb MYKOLUITMAPHOIO 3aLLUUTHOrO
MexaHn3mMa BO34YXOHOCHbIX MyTEMN.

PasnnyHble meguaTopbl BOCNasrieHUs, CeEKpeTUpyemble, Harnpumep, npu actMme, XpOHUYECKNX
OOCTPYKTMBHLIX 3ab0eBaHnNAX NENKUX, KNCTO3HOM onbpose (MyKOBUCLMOO03E ), aKTUBUPYIOT reHbl
Muc 1 CTUMYIMPYIOT TMNepPCceKpPeLNIo CNnU3Kn, a Takke runepnsasno 0okanoBMaHbIX KITETOK.



TpaHCcMeMOpaHHbIN PerynaTop MykoBmucUnao3a — XnopHbin kaHan CFTR

[1BE NOMOBUHKM KaHana CFTR (cystic  fibrosis  transmembrane

conductance regulator) — rMKonpoTenH
MSD2-gomen 170 k[, oTHocutca K cynepcemencrtsy ATOD-
VEDae | CBA3bIBAKOLWNX KacceTHblx ©OenkoB (ABC-

benkos, ATP-binding cassette),

&%khkkkﬂkﬂkhk ?K dyHKUMOHNPYET KaK anukanbHbln Cl-kaHan B
yf«? ,&W pecHUT4YaTbiXx W OOKanoBMAHLIX  KMeTKax.
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MYKOBUCLMO030M 3aperncTpmpoBaHbl
MmyTaumm CFTR, npuBogswime K HapyLUeHUo
i e TpaHcnopta CFTR 13 3sHoonnasMaTu4ecKou
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NBD1 MeMObpaHy anuTenuanbHbIX KNeTok. Hanbonee
I 4yacTo BCTpe4vaeTcd MyTauunsa DF508
(otcyTcTBME doeHunanaHuvHa B nosvuum 508

nomeHa NBD1) kaHana; DF508-CFTR He
OOCTUratoT niasmonemMmbl.

N
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Healthy airways : Cystic Fibrosis airways
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ENac — epithelial sodium channel

B 300p0BbIX anuTeNnTasribHbIX KIeTKax
abcopbuusa HaTpusa (Na+) n cekpeums xnopa
(Cl-) kKoHTpONUpytoT rugparaumio cnunau. MNpu
MYyKOBUCLMO03e HapyLlleHHasa cekpeuus Cl-
nNpuBOAUT K Heperynmpyemon abcopouumn Na+
N, Kak crneacreune, K HegoCTaTtouHOM
rmgpartauum cnmsun. B pesynsraTte cnusb
3aKyrnopuBaeT AblxaTerlbHble NYTU NErknx n
co3gaeT ovar anga bakrepuanbHOM MHAEKLNN U
BocnaneHua. baktepum npunmnatoT K
NOBEPXHOCTUN N NPOJOIKAKOT pacTu, B
KOHEYHOM uTore obpasyst GUONMeHKy.
BocnaneHue nerkux npn mykosmcumgose
XapakTepusyeTcs Ype3aMmepHOn cekpeumnen
npoBocnannTernbHbIX LMTOKMHOB
anuTenuanbHbIMU KNETKaMW OblXaTeSbHbIX
nyTeu, YTO NPUBOAUT K MHUMBTPaLUNU
nonnMmopdgHosaaepHbIMU HEUTpOdUiamMu,
KOTOpble BblAENAT akTUBHblE OOPMBbI
kncrnopoga (ROS) n npoTteasbl. YpoBeHb
anacrasbl, CekpeTupyemMmoun Hentpodunamm B
OblXaTerbHbIX NYTAX MPU MYKOBMCLMAOO3E,
KOpPPErnupyeT C yxyaweHnem yHKLMN Nerknx n
00OCTPEHUSAMMN pecrnmMpaTopHON MHAEKLUN.



XemopeuenTopHbIle KneTKW. [ paHynocogepxaline KneTku ¢ MMKpOBOPCUHKaMU,
cBsA3aHbl C adodepeHTHbIMU HEPBHLIMU TEpMUHaANAMK. 1o MopdonorMyeckum npusHakam
OTHOCAT K LLETOYHbIM KNneTkaM. basanbHas YacTb KNeTok obpasyeT CMHanTu4eckme
KOHTaKTbl C adpdpepeHTHbIM HEPBHbLIM OKOHYaHUEM.

HenpoaHaokpuHHbIe kneTkun (Knetkn Kynb4nuKoro) cekpetupytoT KatexonamMmuHsl,
OTHOCSALLMICS K KanbLMTOHMHOBOMY reHy nentui, 6omM6e3nH, cepoToHUH. HekoTopble 13
HUX NPUCYTCTBYIOT rPynnamMm B CO4ETaHUM C HEPBHbLIMM BONOKHaMu, obpasys
HenpoanuTenuanbHble TenbLa, KOTOpble, Kak CYUTAETCS, y4acTBYIOT B pednekcax,
PEryNMpPYLLMX NPOCBET AblXaTenbHbIX NyTEN NN COCY0B.

ba3anbHble kKnetkn (30% obLien nonynaumm KNeTok anutenud) nmeroT HebonbLine
pasMepbl, anukarbHass 4YacTb KIIETKM He [OOCTUraeT rMOBEepXHOCTU anutenua. OTu

manogmnddepeHUNpoBaHHbIE KMNETKM CMOCOOHbLI OENUTBCA M COCTaBMAT CTBOMOBYHO
nonynsaumMo Ansa anuTenus.
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BHyTpI/ISI'II/ITeJ'II/IaJ'IbeIe ACHOPUTHbIE KITETKU J'IaHreprcha

=

quoamqecmm cocyn

AHTUreH-NpeacTaBnsloLLne KINETKU

[TpyUCyTCTBYIOT B 3NUTENUMN BO3AYXOHOCHbIX NyTEW, Hanboriee MHOrOUYUCNEHHbI B BEPXHUX
OblXaTenbHbIX MYTSX, C YMEHbLUEHNEM Kannbdpa 6poHXOB YNCIIO 3TUX KIETOK YMEHbLUAETCH
OndopepeHUnpyroTCAa U3 KIETOK-NpeaLlecTBEHHNUKOB MMenongHoro psaa.

O6pa3syloT pa3BUTy0 BHYTPUINUTENMANBbHYIO CETb.

3axBaTbIiBaloT Ar, pacluennstoT N BbICTABMAKT UX HA noBepxHOCTU B komnriekce ¢ MHC Il ana T-
numdoounToB (Xennepos) B pernoHanbHon numdoungHon TkaHn (BAJTT — 6GpoHxo-
accouMmpoBaHHas nuMdgonaHasa TkaHb).

Kannnnap
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JlokanusoBaHbl B AUCTanbHbIX OTAeax BO34YXOHOCHbIX NYTEN
MEXOY peCcHUTYaTbIMU KIeTKaMn BpOHXMON.

KynonoobpasHasa popma, peCHUYKM OTCYTCTBYIOT.

B 6aszanbHOM YacTu MMEKT XOPOLLO pasBUTbIE rPaHYNSPHYHO
9C, annapart ['onbaxu.

B anukanbHon yactn — rnagkas 9C, CEKPETOPHbIE rPaHyrbl.
CeKkpeTnpytoT NOBEPXHOCTHO-aKTUBHbIE BELLECTBA —
NNMNONPOTENHbI, KOTOPbIE NpeaoTBpaLLatoT crimnaHue
npocBeTa AblXxaTernbHbIX MyTeN B Crlydae Ux cnageHus,
0CObeHHO BO BpeMSsi BbloXa.

CeKpeTUpYT MUKO3aMUHOIMMKAHbI, ONpeaenaLLInX
KOHCUCTEHLMIO cekpeTa BPOHXMOT.

YyacTBYyHOT B AETOKCUKALMN BObIXaeMbIX MOTEHUMANbHO
ornacHbIX CoeANHEHUN B UMcTepHax rrnagkon 3C npm nomoLum
doepmMeHTOB cemencTaa untoxpom P-450.

BbipabaTtbiBalOT CEKPETOPHLIM KOMMOHEHT Ans nepeHoca IgA B
NpocBET BPOHXMOS; NMN30oUUM U apyrne ePMeEHTbI, aKTUBHbIE
NpOTMB DaKTeEpPU U BUPYCOB; a Takke psad LMTOKMHOB,
PErynmpylowmx MECTHbIE BOCNanuTenbHble peakuni.



BpOoHXMONSAPHbIE 9K30KPMHOLNUTDI
npoayuunpytot 6enok maccon 16 ka,
N3BECTHbLIN Kak cekpeTopHbIn 6ernok CC16,
KOTOPbIN SABMAETCH pacnpoCcTpaHeHHbIM
KOMMOHEHTOM CeKpeTa AblXaTenbHbIX NyTeN.
XpoHun4yeckue 3aborieBaHnA Nerkux, Takme Kak
XpOHUYecKasi 00CTpYyKTUBHasi 60ONe3Hb NErkux
(XOBJI1) n actma, cBsi3aHbl C UBMEHEHUSAMN
cogepxaHna CC16 B XXMOKOCTU ObIXaTeSbHbIX
nyTen n coiBopoTke. CC16 ncnonbayercq B
KadecTBe M3MepPSIEMOro JIero4HOro Mapkepa B
XNOKOCTM BpOHX0anbBEONAPHOro NnaBaxa u
cbiBopoTKe. Cekpeuunst CC16 B bpoHxuarnbHoe
OEPEBO CHUXXAETCS NMpuU NaTtonornu nerknx
(n3-3a NoBpeXaeHNd 9K30KPMHOLUUTOB), Toraa
Kak ypoBeHb CC16 B CbIBOPOTKE MOXET
NoBbIlWaTbCA U3-3a npocaymBaHna CC16 ns
NOBPEXAEHHbIX KITETOK B KPOBb.



CoOCTBEHHbIN CINOW CIN3NCTON ODO0TOYKU

CoOBCTBEHHbIN Crov NpeacTaBlieH PbIXON COeaNHNTENBHON TKaHbO CO
3HAYUTESbHBIM KONIMYECTBOM PETUKYINMUHOBBIX U 3NaCTUYECKMX BOTOKOH.

T 34€eCb NPUCYTCTBYOT MHOIOYUCNEHHbIE MbpobracTbl U TYYHbIE KITETKN.
npocge'r 6p0|-|xa [MCTaMMH Ty4YHbIX KNETOK Bbl3blBaeT OpoOHXocnasMm, BasogunaTauumio,
= = rmnepcekpeLunto Crnsn U3 Xernéea n oTEK CrN3ncTomn o00OMoYKH.

B cobctBeEHHOM cnoe crnm3nucTton 060moYkM MNPUCYTCTBYIOT TepMUHanm
HEepPBHbIX BOJTIOKOH BEreTaTMBHOIO OTAena HepBHOW CUCTEMBI:
CMMNATUYECKNEe HEPBHbIE BOSMIOKHA (HOpagpeHanunH) Bbi3blBAKOT
paclumpeHne OpPoOHXOB U CyXXeHMe KPOBEHOCHbLIX COCYOOB, YBENUYeHue
4acTOoTbl OMEHNS PECHUYEK;

napacMMmnaTMyeckue HepBHble BOMOKHA (AUETUNXONWH) Bbi3blBAKOT
OPOHXOKOHCTPUKUMIO W Basogunataumio (ctumynupyet cuHte3 NO B
SHOO0TENUN), YBENMYNBAKOT YacTOTy ODUEHNA PECHUYEK.

BpoHxo-accounnpoBaHHaa numcpouaHaa TkaHb (BAJIT). B coctase
AndopysHOU 1 PonnKynsapHoOn NMMAOULHON TKaHW NPUCYTCTBYIOT
MaKkpodaru, geHApPUTHbIE KNEeTKU, T- n B-numdouuTbl, nrnasmaTtnyeckmne
KIETKMW.




MbILLEYHbIN CNOW CIM3NCTON 0D0NTOYKN

_ MbILLEYHBLIN CION NPUCYTCTBYET B HMXKHUX oTAenax (Bo

L Xeaw BHYTpUNeroyHblx 6poHxax, 6poHxmonax). MK obpa3sytoT aBe
"~ Coequwurensias  MPOTUBOMONOXHO HanpaeneHHbIe (Mo YacoBOoM 1 NPOTUB

S 4aCOBOW CTPENKKN) cnuparnbHbI€ NEHTLI.

___—TInapkas
: MblLLIE4HAsA TKaHb

< E—— [ MK CTeHKn BO34YXOHOCHbIX NyTEN UMEIOT M-

| XONIMHOPELENTOPLI, O- U 3 agpeHopeLENnTOpbl, peLenTops.l
rMcCTaMnHa, CepoOTOHUHA, HenponenTuaos, NPOU3BOAHbIX
___—9nacTu4eckkme apaxugoHOBOW KUCIOTbI U Ap.

BOJIOKHaA

»Kenesabi *

mapkas -
MblLLEYHAA — (o
TKaHb

1cTas o60s104Ka,
1HHaA B CKNagkun

sz)(HX
AddekTbl OMONornyeckn akTuBHbIX BewectB Ha MK 6poHxoB 1 cocyaon
BPOHXOKOHCTPUKLIUKD BbI3bIBAOT MMCTAMWH, CEPOTOHMH, aUETUNXOSNH, BELLECTBO P, HENMPOKNHMH A, TpPOMBOKCcaH
TXA2, 6pagnknHuH, nenkoTpuneHsl LTC4, LTD4, LTEA.
bpoHxoaunartauuo Bei3biBalOT agpeHanuH, NO, VIP, npoctarnananH PGE2.
Ba30KOHCTPUKLINIO BbI3bIBAOT: adpeHarnunH, aHrmoteH3nH Il, cepoToHUH, nenkoTpueHol LTC4, LTD4, LTEA4,
TpombokcaH TXAZ2.
Basoaunatauuio Bbi3biBaloT ructamuH, NO, 6paankniuH, npoctarnananH PGEL, VIP, BewecTtBo P, HEMPOKNHUH A.

NHranaumoHHbin okeng asota (NO) npumeHsieTca Kak MOLLHbIW Ba3o- U 6poHxogunaraTop ansa ynyyleHus
OKCUreHaLmmn KpoBMW.




BHEJIETOYHbIE BO3AYXOHOCHBbIE INYTU
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1. Cnnaucrasa obonouka

» OOHOCNOMHLIM MHOMOPSOHbIN MepLuaTenbHbIn ANUTENUI
(pecHuTYaTble, bokanoBuaHble, HENPOIHAOKPUHHbIE,
XeMopeLenTopHble KIETKN, BHYTPUanuTenuarsbHble
OEeHOPOUNTLI, CTBONOBbIE KITETKN.

» CoOCTBEHHbIN crion (pbixnas BOSIOKHUCTaa coeanHUTENbHas
TKaHb).

» MbilweyHbIn Cnon OTCYTCTBYET.

2. Moacnu3ncras odorno4yka

OT cnna3ncTon obonoYKkM oTAENSIET NACTUHKA NEPENSIETEHHbIX
aracTU4eCKnx BonokoH. CoaepXnT MHOXECTBO KPOBEHOCHbIX
COCY0OB M CEKPETOPHLIX OTAENOB CMM3UCTbIX U BENKOBO-
CIIU3UCTbIX XKErnes.

3. ®Dnbpo3HO-xpsLeBaa obonoyka

[MpegcrtaBneHa nnacTUHKamMm B BUOE HE3aMKHYTbIX KOseL,
rMasriMHOBOro XpALa, OKPY>KEHHOIO HaaxpsLwHuuen. KoHubl
nonyKosiel, coeauHeHbl NydkamMmm CoeaUHUTENbHOTKaHHbIX
BonokoH 1 'MK. Mexay cobon nosnykornbLa cBA3aHbl NIIOTHOM
coeMHUTENbHOW TKaHbIO.

4. ApBeHTULMaNbHaA obono4ka
O6uwas ans Tpaxen, NuuieBoaa 1 aopThl.
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CTPOEHWE BHYTPUJIIEIOYHbIX BPOHXOB

Cnusucraa obonouka 6poHxos

» dNUTeNUn — OAHOCNOMNHbIA MHOTOPSAHbBIN LMAUHAPUYECKUIA MepLUaTe/ibHbIN, B HEM MMEIOTCA PeCcHUTYaTble,
H6OKanoBUAHbIE, HEMPOIHAOKPUHHbBIE, XEMOPELLENTOPHbIE, CTBONIOBbIE KNETKN, BHYTPUINUTEINA/IbHbIE AEHAPOLUMUTDI.

» Cob6CTBEHHbIN CNOMN CAU3UCTON 0DONOUYKN COAEPKUT MHOMKECTBO 3/1aCTUYECKUX BOJIOKOH, OPraHM30BaHHbIX B BUAE
HECKO/IbKMUX A/IMHHbIX JIEHT, NAYLLUX NapannenbHo. JIeHTbl NnepexoaAT B 31aCTUYECKME KOMMNOHEHTbl TEPMUHA/IbHbIX
H6poHxmon.

» MbiweyHblt cnoit coctont ns MK, pacnonoxKeHHbIX B BUAeE ABYX NPOTUBOMNO/IOKHO Hanpas/ieHHbIX (N0 YacoBoi u
NPOTMB YacoBoW cTpenkun) cnupanen. CokpauweHune NMK npuBoaumT K 06pa3oBaHUIO NPOAOAbHBIX CKNAAO0K CIN3UCTOM
060/104KN BPOHXa.

Moacnusucras 060104Ka coAepPKUT CAU3NUCTbIE U BENKOBO-CIN3UCTbIE XKenesbl. Henesbl pacnonaratoTca rpynnamm,
0CODEHHO B TeX y4acTKax, rae OTCYTCTBYeT Xpsll. B 6poHxax masioro Kannbpa xenesbl OTCYTCTBYIOT.

Punbpo3Ho-xpaLeBan 060/104Ka. XpALLM B KPYMNHbIX BHYTPUIEFOUYHbIX OBPOHXaX CMEHAIOTCA XPALLEBLIMM NIACTUHKAMM
HenpasuabHOM GOPMbI, @ 3aTeM OCTPOBKAMM XPALLLEBON TKaHU (BpOoHXM cpeaHero Kannbpa). MpocTpaHcTBa mexay
XPALLAMW 3aMOJIHEHbI COEANHUTENBHOM TKaHbIO, Nepexoanllen B HaaxpAwHMUy. B 6poHxax manoro Kanmbpa xpsauLeBoi
TKaHU HeT.

ApBeHTUUMANbHaA 060/104Ka — coeiMHUTEIbHAA TKaHb, Nepexoasllasn B MeXA01eBY0 N MEXKA0/1bKOBYIO
coeIMHUTEIbHYIO TKaHb MapeHXMMbl JIEFKOro.



CTeHka bpoHxa

onutenuu (E), cobCcTBEHHbIN cnou
(LP), Bblpa)XeHHbIN Crion rnagkmnx
MbILLIEYHbIX KneTok (SM).
[Mogcnusncrasa obonoyka
COOEPXKMUT CNN3NCTLIE N BENKOBO-
cnusucTble xenesbl (G).
Pnbpo3HO-xpsiLLieBasi 0boroyka
SABMAETCS MECTOM PaCONOXeHUs
ornopHoro xpswa (C).
ApBeHTuumanbHas oboroyka
BKJTHOYAET KPOBEHOCHbIE cocyabl
(V) n Hepsbl (N). JleroyHasa TkaHb
(LT) HenocpeaCTBEHHO OKpYyXXaeT
agBeHTUUManbHyto 060no4uKy
OpPOHXOB.







I3MEHEHUS1 CTEHKN BHYTPUITETOYHbIX 6pOHXOB Nno Mepe yMeHbLUEeEHNA NX |<aJ'||/|6pa

» Bo3pacTaHue KonnyecTsa 311aCTUYEeCKUX
BOJTOKOH B COOCTBEHHOM CI10€ CIIN3UCTON
obono4ku.

» Bo3spactaHue konndyectsa [ MK, Tak 4yto C

YMEHbLLUEHMEM Kannbpa OPOHXOB MbILLEYHbIN

CITOM CNM3nUCTon 000NOYKMN CTAHOBUTCS

bornee BblpaXXeHHbIM.

YMeEHbLLEHME KONMMYecTBa CIIU3UCTbIX Xeres

C UX NCHE3HOBEHMEM B DpOHXax Manoro

kanubpa.

» YMEeHbLUEeHMe pa3MepoB NacTUHOK
XPALEBOU TKaHM C NOCeayuwmm ee
NcYe3HOBEHMEM B DpOHXax mManoro Kkanmbpa.
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BpoHxu — B6poHXMonsl —

I
= L MNepBu4HbIE BPOHXU

\{ETWHGWW TepMuHarnbHble 6POHXUOMbI —
2> pecnupaTopHble DpOoHXMONbI
‘\ (OTHOCAT K pecnupaTopHOMY
Ba?é%nt?e' 4 Mpasoe n/e\rKoe NeBoe nerkoe OT'D'e'ny)
nyTu ' ,
' Bponxuona

(anametp 1 MM 1 MeHee)

___— TepmuHanbHas
- 6poHxuona
PecnupartopHas
. 6poHxuona o o
- \\ Bcero obpasyetcsa 20 reHepaumn 6poHXMOs, MenbYanLiMMmn U3 KOTOPbIX ABMSIOTCA
P‘f\b TepMUHarnbHble BPOHXMOSbI. BpoHXMONbLI OTNINYaOTCS OT OPOHXOB MO pPsAY
?3 N— NPU3HAKOB: NX AMaMeTp 3HAaYNTENbHO MeHbLUEe U cocTtaBnsgeT ot 0,5 go 1 mm. B
b -
o A7 it xon CTEHKE DPOHXMON OTCYTCTBYHOT XPSALLM U XKeNesbl.
“C % £ - )
TopHbi ;r”!ﬂ“‘x CTeHKa OpPOHXMON COCTOUT U3 CIIU3UCTOUN U aABEeHTULUMNaNbHON 00O0NoYeK:
| f > UUNUHOPUYECKUIN (OMUCTarnbHO KyOMYeCcKoro) annTenuin;
| ==

» COBOCTBEHHbLIN CINOW CIIM3NUCTON 0DOSTOYKM C MHOXECTBOM 351aCTUYECKUX BOSTOKOH;
N e e » OTHOCUTENbHO TOSMCTbIAN MbILLEYHbLIN CIOMN;

ol e > Hapy)xHas coeguMHUTenbHOTKaHHaa obonoYka.
ro xopna)




BpoHxunonbl

BpoHxnona nmeet cknagyartyo CrnM3nucTyo n
BbIPa)XXEHHYIO rMaaKyto MyckynaTypy. BonokHucTtasa
coeanHnTenbHas TkaHb (CT) agBeHTUUMM cpaLlleHa C
OKpYy>XaloLLen TKaHbio pecnupaTopHoro otaena. B
uunuHgpuyeckom anutenun (E) npucytctBytoT
pecHuTYaTble, oTaeNbHble DOKanoBNAHbIE (B KPYMHbIX
OpoHxuonax), 6azanbHble (CTBOMOBbLIE) KNETKMU,
NosIBAAKTCS BPOHXMONAPHbIE 9K3OKPUHOLUMUTHI,
BCTpe4arTCsl HEMPOIHAOKPUHHBIE U XEMOPELIENTOPHLIE
KNETKN.

bpoHxuanbHass acmma obpamumoe 2eHepanu308aHHoe
Cy>KeHue rpoceema ObixamersibHbIX rnymeu;
oriocpedosaHoO OMeKOM criu3ucmod, cria3mMom ar1adKux
MbIWU, auriepcekpeyued cru3u 8 ripoceem 6pPoHXo8 u
6poHxuor; pazsugsaemcsi Ha ¢hoHe arnnepausayuu u
8bIC80O0OKOEHUU 8a30-, 2/1a0KOMbILEYHO- U CEKPEemopHO-
aKmueHbIX sewecms.

i




TepmuHanbHble GPOHXMONbI

[NocnegHue oTaensl BO34YXOHOCHbIX
nyTen nepeq nossBNeHMemM Mect
ra3oobMeHa Ha3blBalOTCS
TepMMHaNbHbIMN DPOHXMONaMN.

(a) TepmuHanbHasa 6poHxMorna cocTouT
TOMbKO U3 OQHOro U ABYX CroeB
rmagkombilleyHbix knetok (FMMK),
OKPY>KEHHbIX COeANHUTENBHON TKaHbO
(CT). Snutenun (E) cooepxut
pecHUTYaTble Kybuyeckume KneTkm un
MHOXECTBO KyOUYeCKnx
B6e3pecHUTHATBLIX OPOHXMONSAPHBLIX
9K30KPUHOLINTOB.

(b) BpoHxnonsapHble 3K30KPUHOLNTLI C
KynonoobpasHown annkanbHOW
nosepxHocTbio (C). Cpeamn HUX TaKkke
BCTPEYAOTCS CTBOSOBbLIE KITETKMY,
JaroLme Havaro BCEM KIeTKam
BPOHXNOMSAPHOIO ANUTENUS.

i
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i Smooth muscle fibers are

| oriented concentrically, ina P )

\  spiral fashion. i

Hr Terminal
Elastic fibers are Sy bronchiole
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E Pores of Kohn

i The alveolar pores of Kohn connect

i adjacent alveoli. The pores are

E responsible for collateral respiration when
blockage of a small bronchiole occurs. Kohn.

8jnqo| Aseuowing

Thus, in case of a blockage, adjacent
unobstructed bronchioles and
associated alveoli continue to provide
alveolar ventilation through the pores of

...........................
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Organization of normal lung lobule and acinus

Lobule Respiratory
bronchiole ™|

Acinus
Alveolar sacs aad
and alveoli ~ |

PECMUPATOPHbIV OTOEJ

C NoHATMEM pecrnmpaTopHbIN
OTAEN CBA3aHbl NpeacTaBreHns o
FIEero4yHOU AoribKe U JIErO4YHOM
auuHyce.

[JonbKu nérkoro coctodaTt n3 12—18 aunHycoB, UMEOT
doopmy nNnpamma C BEPLLUMHON, Yepes3 KOTOPYH BXOOAT
KPOBEHOCHbIN COCya 1 TepMUHarnbHaga bpoHxuona.
OcHoBaH1e OorbKM 0OpalLLeHO HapyXy, K NOBEPXHOCTH
nerkoro. TepmuHanbHas 6poHxuosa, NPoHMKasa B OOJIbKY,
BETBUTCA U JAET Ha4ano pecnupaTtopHbiM BpoHXnonam,
ABNSAOLWMMCA YacTblo NleroyHbIX aumHycos. [ocnegHue
Takke umeroT oopmy nnpamug, obpallEHHbIX

OCHOBaHMEM HapyXYy.
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JlerovyHas TKaHb UMEET rybyaTyto CTPYKTYPY 13-3a 00OUNnsa BO3AYLLHbLIX XO40B, MELLOYKOB M Ny3blpbKOB (anbBeon).
PecnnpartopHble 6poHxuorbl (RB) HaunHatoTca oT TepmuHanbHom 6poHxuonsl (B) n npogomnkatotcs
anbBeonapHbiMn xogamu (AD), KoTopble 3akaH4YMBaKOTCA anbBeonspHbiMn MeLwovkamu (AS). PecnnpartopHble
OPOHXMONLI BCE ele MMEKT CNOW rmagknx MblllL, 1 HEKOTOpPbIE Yy4aCTKM Kybrnveckoro anutenma. ArnbBeosisipHbIe
X04bl COCTOSAT U3 NIMHEWNHOrO psaa anbBeor, KaXaas ¢ rmagkuMm MbllleYHbIMU BOSTOKHaMK BOKPYr oTBepcTus. Bece
oTaenbHble anbBeorbl (A) OTKPbIBAKOTCA B MELLOYKN UIN XOAb!.



JleroyHon aunHyc — mop@o-
dyHKUNOHaNbHag

eJuHuLa pecnmpaTopHoro otaena

\ 4
\ ;5\3; 2y
AnbBeona "7” X 3

% |
Pecnuparop- ——+ T
Has 6poHxuona i ?

\.g' i

Mmapkue Mbiley- / ,,J\ ’An

BeTBb nero4yHomn
apTepum

— [nagkue

AuUMHYC HauMHaeTcs pecnupatopHon 6poHxmosnon (RB) nepsBoro
nopsigka, Kotopasi AUXOTOMUYECKN OeSNINTCA Ha pecrnmpaTopHble
OpOHXMONLI BTOPOro, a 3aTeM TpeTbero nopsiaka. PecnvpaTtopHas
OpoHXxnona TpeTbero nopsaaka, nogpasnensaerca Ha asa
anbBeonsApHbIx xoaa (AD), nepexogsiwumne B npegasepue 1 garnee
— B anbBeonspHble Mewwo4dkn (AS). B npocseT pecnnpatopHomn
OPOHXMONbI N anbBeONAPHbIX XOA0B OTKPbIBAOTCA arnbBeonbl (A).
[Mpennsepue n anbBeOonspHbIE MELOoYKM pakTnyeckn obpasoBaHbl
anbBeonamu. PecnnpatopHasa 6poHxmora npoxoauT BAOMb
TOHKOCTEHHOM BETBU nerovyHoun aptepum (PA), B TO Bpemsi Kak
BETBW Nero4yHon BeHbl (V) NpoxoadaT B APYroM MecTe napeHXnMbl.
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Myykm
anacTU4ecKux
BONOKOH

“~KpoBeHoCHbIe
Kanunnspb

%% —~
TR X

SpuTpounT — ﬁ <

AnbBeonspHbin | NG
makpocpar |

MuHOUMTO3HLIE
ny3bipbku

panvusl Mexay
anbBeonouuTaMm

AnbBeonounT
| Tvna

Mnénka |5\
cypdgakrauTa \Q\(
CexpeTupyembie 2‘*

KOMMOHEeHTLI —+
cypspakranta

/"%"5&; F g
AnbBeonoumnT _B=N N
Il Tvna ,

AnbBeosibl — MELLUKOBUAHbIE MYCTOThbI, pa3faesi€HHbIe
TOHKUMU Neperopoakamum. CHapyxu K anbeBeonam
BMSIOTHYIO NPUMbIKAIOT KPOBEHOCHbLIE Kanunnsapsl,
obpasyloLne ryctyro ceTb, U anacTU4eCKne BOSroKHa.
AnbBeorsia BbiCTNaHa O4HOCNOWHbLIM 3NUTENTNEM.
LinTonnasma 60nblUMHCTBA anuTennanbHbIX KNETOK
MaKCuUMarbHO ynrouweHa (anbseonouutsbl Tuna l). B Hen
NPUCYTCTBYET MHOXECTBO MMHOLIMTO3HbLIX NMY3blIPbKOB.
[MMHOUMTO3HbIE NY3bIPbKN B N300UNNU MMEIOTCS TaKXKe B
NSIOCKNX 3HOOTENMAarnbHbIX KNeTkax kanunnapos. Mexay
anbBeonounTamMu TMNa | pacnonaratoTcs KNeTku
Kybundeckon oopmbl — (anbBeonountbl Tvna ll). [Ans Hux
XapakTepHO Hanuuue B uMTonnasme niacTtuH4YaTbiX
Teney, cogepxawmx cypdakraHt. CypdakraHT
CEKPETMPYETCA B NOMOCTb anbBeosbl N 0bpasyeT Ha
MOBEPXHOCTN TOHKOIO Cros BOAbl, MOKPbIBAKOLWLENO
anbBeOonsApPHbIN ANNTENNN, MOHOMOMEKYNSPHYIO MITEHKY.
3 mexanbBeosnspHbIX Neperopoaok B NPOCBET afbBEOST
MOryT MUrpnpoBaTtb Makpodarn. MexanbBeonsapHble
neperopogkun cogepxart nopbl anameTpom 10—15 MKwm,
KOTOpblE€ COEAUHAIOT coceaHMe anbBeonbl. ATU NOPbI
BblpaBHUBAIOT AaBfieHMe Bo34yxa B anbBeonax u
obecneyvnBatoT KonnarepanbHy LMPKYNSUuo Bo3ayxa
Npun 3aKynopke BPOHXMOIbI.



AnbBeonouut | TMNa

basal
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type Il
alveolar cell surfactant
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CypdhakTaHT
(MOKPOBHbLIN __
cnon)

AJ'II:BE‘O:
NAPHbLIA
aNUTENUn
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capillary
lumen

macrophage

endothelial OnpoTenuin —
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AsporemaTuyeckum dapbep: 0,1-1,5 MKm
» MnNeHKa cypdakTaHTa,
» YNroLweHHasa unutonnasma anbseosniounTos | Tuna;

» 0OaszanbHasa membpaHa, obuwas ans anuTennsa anbBeorsibl U 3HOOTENUA Kanunnspa;
» YNIOLWEHHaa uuTonnasma aHaoTenmanbHbIX KIETOK.



[ASOOBMEH

Cocyn
Kap6oaHr|/|npa3a 59”?/'( ”0”0\?'3' 3 KapGoaHruapasa SOOI

SpUTpouuT
CI v

HCOs CO2+H20
i )

Aesokcun- o H* Okcu-
reMornobuH reMornobuH

N—

CO2+H0—H*+HCO5"

Okeu-
reMornobuH

_ [lesokcu-
reMornobuH

[e3okcu-
remornobuH

B nna3smy

CO2 Oz

be \30 Q
VLVBVTAVBVUVOV
LAOAVOCVVAOAVV0
\ehehehede e heNe e Ne) TkaHb

p0O.=40 PO.=100

HCO3"

AnbBeosbl

OpHa monekyna remornobuHa TpaHcnoptupyet 4 mosnekynbl O, (OKCUreMornoouH)
CO, TpaHcnopTupyetcd B nna3me Kak bukapboHat noH (HCO;)
CO cBasbiBaetca ¢ Hb B 200 pa3 nerde (kapbokcmremornooduH)



KPOBOCHABXEHWE JTIEMKMNX

Branch of
pulmonary artery

Bronchiole

Terminal bronchiole

Pulmonary
Branch of arteriole ) )
pulmonary vein Pulmonary Respiratory bronchiole
capillary
eds

Pulmonary

Alveolar duct
Alveoli
Alveolar pores

Elastic fibers
Connective tissue
a

NeokcureHmposaHHasa OKcureHnpoBaHHas KPOBb
KpOBb 13 NpaBoro N3 NEBOrO Xernyao4ka
Xenyagodka CONpoBOXOaeT
\ BO3QYXOHOCHbIE MyTH
\
! \
Pulmonary Bronchial
artery artery

Bronchiole

(-

OkcureHnpoBaHHas
KpOBb MO JIErO4HOM
BeHe BO3BpaLLaeTcs
B NneBoe npegcepane

\

Pulmonary
vein




[MnacTnHYaTble Tenbla cogepxar
KOHLIEHTpUYecKne crion Nunuaos
1 6enkos . surfactant discharged

- Tl h into lumen of alveolus
bodies , = a0

type Il
alveolar cell

type |
alveolar cell

fatty acids ;» glucose choline amino acids |

Anbseonouut |l Tnna

MMapodobHble XBOCTbI TAHYT MOSIEKYNbI
dochonununaos BBEPX, B CTOPOHY NPOCBETa

arnbBeOrbl, a I'M,EI,pO(*)MJ'IbeIe nonsapHbIEe rofmoBKU
HarpaslieHbl K BOOHOMY CJ1010.

\

+ \\ Surfactant‘\ \g*

. +\\ +\>{'>
Y
} b

CypdaktaHT — amynbcus pocdonunuaoos, 6enkos 1 yrnesogoB. Monekynbl poconmnnaos dopMmpyoT
MOHOCIIOM cypdrakTaHTa, BCTpanBadCb MeXQy NOBEPXHOCTHLIMU MOSIEKynamu Bogbl M obecnevnsast ero pyHKUun:
» CHWXEHME CUI NOBEPXHOCTHOIO HaTAXKEHUS anbBeos Ha rpaHuLe «BoAa—Bo3ayX» (KPUTUYHO Mpu NepBoM BOOXE

pebeHka);

> oOBoOnakmBaHMe MNbINEeBbIX YacTuL, U ONCcoHM3aUma bakTepui;

» aKTuBauua anbBeOonsapHbIX Makpodharos.



ANbBEOJTAPHbLI MAKPO®AI

PaspyweHue 6akrepui B haronusocomax
®darocoma,cofepxaiias 6akrepmm

LiuTonnaamaTtu4eckuin BbIPOCT

CkonneHne NOKPbITbIX CyphakTaHTOM H6akTepuit

Makpodbaru coctaenaot 10—-15% Bcex KNeTok B
anbBeonspHbIX neperopoakax. CrnocobHbl
MUFPUPOBAaTL B MOSIOCTb anbBeOs N Yepes
MeXanbBeOoApHbIE NOPbLI.

BHyTpn anbBeon makpodparn goarounTnpyroT
MUKPOOPraH1U3mMbl U NbifNeBbIE YacTULbI, Nonagatowme ¢
BObIXaeMblM BO34yXOM. Harpy>XeHHble
doaroynTUpoBaHHLIM MaTepunarioMm KneTkn MoryT
MUrPUPOBaTh:

(1) esepx B OpoHXMoOnbI, rae makpodarn nonagatoT B
CITM3NCTYIO NJIEHKY, NOCTOSIHHO CMEeLLatoLLyoCs Mo
NOBEPXHOCTU INUTENMNSA MO HarnpaBneHUto K BbIXxoay U3
BO3YXOHOCHbIX MyTEW;

(2) 8BHympb — BO BHYTPEHHIOK Cpeay OpraHM3mMa, T.e. B
MeXanbBeOoSAPHbIE NEPErOPOaKN.

AnbeeorisipHble MaKkpoghaau cekpemupyrom al-aHmumpuricuH — 2/IUKOrpomeuH U3 cemelcmea
CepUHO8bIX rpomeas, 3awuwarowul arnacmuH anb8eosi om pacuwernneHus arnacmasou fielKoyumos.
Mymauyusi e2eHa al-aHmumpuricuHa — T[Ipu4YuHa 8POXOEHHOU 3Mebu3eMbl JiEaKUX (ropaxeHue

afiacmu4yecKoeO KapKaca aﬂbSGOﬂ).



HYBCTBUTEJIbHbIE HEPBHbBIE OKOHYAHWA

PecnnpaTtopHble adpdpepeHTHbIe BOSIOKHA OT rpyaHON KNETKU NPOoXoasaT BMecTe ¢ X napou, a oT
BEPXHUX AblxaTenbHbIX NyTen — |IX napon. Bce adpdepeHTbl 06pasytoT cuHarncbl ¢ HeMpoHamu B
OopcaribHOW pecnupaTtopHOW rpynrne npoaosiroBatoro mosra. Pasnuyaiot mmennHusnpoBaHHble A-
BOJTIOKHA (MexaHopeuenTopbl) n beamuennHosble C-BonokHa (nonmmogarbHble XEMO- U
MeXaHOpPEeLENTOpPbI).

BbicTpo apganTupyrwmecsa uUppuTaHTHble (pasgpaxawwue) peuentopbl A-adpdepHTOB
PacronoXeHbl MeXay anuTenuanbHbIMU KNeTKkaMu Crn3ncTton obonodkm U B CODCTBEHHOM cCrioe
CINM3NUCTON BO3AYXOHOCHbIX NyTen. Peuentopbl rnaBHbIM 0b6pa3oM pearnpyror Ha AOencTBue
NOCTynalwLWnX Npu BOOXE pasgpakaltLlnx areHToB (Hanpumep, ammuaka, tabadyHoro Abima, Nbinu,
XOfI0QHOro BO34yXa), a TakKe Ha HanmmMune B CTEeHKE BO3OYXOHOCHLIX MyTeu rmctaMmuHa,
npocTarfnaHanHoB M OpagukunHuHa. [lpu BO3DYXOEHUN WMPPUTAHTHBIX PEeUenTopoB YBENMYMBAETCS
COMpPOTUBIIEHNE BO3OAYXOHOCHbLIX NyTeu, pedoneKkTOPHO BO3HUKAET 3a4epXKKa OblXaHUA U Kallenb.

MeaneHHO apganTupyrowmecs peuentopbl pactskeHusa A-adpdepHTOB pacnonoxeHol cpean MK
MbILLEYHOrO CNOA CNU3UCTOMN ODOSIOYKN, PErMCTPUPYIOT PACTSXKEHME CTEHKUM BO3OYXOHOCHbLIX MyTEW.
[Tpn BO3OYXOeHMN peuenTopbl 3anyckatT pednekc XepuHra—bponepa (nogasneHne AnNUTENLHOCTU
BOOXA N yBENMUYEHNE NPOAOIMKNUTENBHOCTU Bblaoxa). [pn o6CTpyKTMBHLIX 3ab0ieBaHNAX YBENTMYEHHDbIN
OOBbEM NErkoro nOCTOSAHHO CTUMYNUPYET pPeuenTopbl PacTsKEHUs!, YTO MNPMBOAUT K OTCPOYKE
criegytoulero saoxa Ha goHe AfnTeNbLHOro 3aTpygHEHHOro Bblgoxa.



J—peuentopbl C-adphepeHtoB (0T aHr. «Juxtacapillary» —  okonokanunnsapHble)
pPacrnofioXXeHbl B  MeEXanbBeONAPHbIX MMEperopoakax, SABMASAKTCA Kak XeMo— TaK W
MexaHopeLenTopamun. J—peuentopbl BO3OYXOAKTCA MpU NepepacTsikeHUM TKaHW NeEerkoro, a
Takke Mpu BO3LENUCTBMN Pa3NUYHbIX 9K30- U 3HOOrEHHbIX (rMCTamMuH, OpaguKMHUH, CEPOTOHUH,
npocTarfaHanHbl)  XUMUYECKUX coeguHeHnn. CTtumynaumsa  J-peuenTtopoB  NpuMBOAUT K
PedNEeKTOPHON 3adep)XKe OblXaHUA C nocneayrowmnmMm NoSABIEHMEM 4acToOro U MOBEPXHOCTHOIO
ObIXaHUs, CYXXEHUK0 MpocBeTa BO3AYXOHOCHbLIX MyTen (OPOHXOKOHCTPUKUNKN), YBENUYEHMIO
cekpeumn cnu3n, a Takke K nageHmo ALl n Opaauvkapaun. J—peuenTopbl pearnpyrotr Ha
NepenosiHEHME KPOBbIO JIEMOYHbIX KanunmisapoB W yBenuyeHne oO0beEMa WHTepCTULUMaribHOW
XMOKOCTU arnbBeor, YTO BO3MOXHO MNpU NEBOXENYOQOYKOBOM HEeOOCTaTOMHOCTU U NPUBOAUT K
NOSABIIEHUIO ANCMHO3 (OAbILLKW).

C-adbdepeHTbl CEKPETMPYIOT TaxXMKUHUHBI (HeMponenTuabl) — BewecTBO P 1 HEMPOKUMHUH A.
AkTnBauma TaxmkuHuHamm NKI1-peuenTopoB pecHUTYaTbIX KNEeTOK MpuBOAUT K YBENUYEHUIo
MOHHOIo TpaHcnopTa U 4YacTtoTbl bueHust pecHuyek. BewectBo P U HEMPOKNUHMH A BbI3bIBaOT
OPOHXOKOHCTPUKLMIO U BasogunaTauuio, yBennyMBalOT MPOHULAEMOCTb COCYAUCTOW CTEHKW,;
nocnegHee MOXET MPUBECTU K pa3BUTUIO HEUPOrEHHOIo BOCMNaneHus.



METABOJIMYECKUE dYHKLINN NEFKNX

AkTnBauma. AHrMoTeH3NH-NpeBpawarownm pepmeHT (AlNP) aHgoTeENManbHbIX KNETOK
anbBeONSPHbIX KAaNUNNAPoOB KOHBEPTUPYET aHrmoTeH3unHa | (obrnagaet cnabon cocyaocyXnBaroLLEN
aKTUBHOCTbLHO) B MOLLHbIM Ba30OKOHCTPUKTOP — aHMMOTEH3WH |l.

UHakTnBaumsa. MHorne 61Monornyeckn akTMBHble BeLLECTBA YaCTUYHO UIN MOMHOCTLHO
NHaKTUBUPYIOTCSA B SHAOOTENNASTbHBIX KITETKaxX NErkux.

* AHrmoTeHsuH-npeBpallarowmm dpepmeHT 2 (AlND2), rmaponnanpyroLmimn Ba3OKOHCTPUKTOP
aHrMoTeHsuH |l B BasoannataTop aHrMoTeH3uH 1-7, BbINONHAET OYHKUNIO, MPAMO
NPOTUBOMOSIOXKHYIO aHrMOTEH3UH-NpeBpaLlatowemy pepmeHTty (Ald). Ald2 — peuentop
ona SARS-CoV-2, https://doi.org/10.1016/|.cca.2021.10.029.

* bpaguknHunH (cocygopacLumpsitowmn doaktop) nHaktnsmpyetcs Ha 80% ¢ NoMoLLbHO
aHrmoteHanHnpespatlatrowero pepmeHta (AlNd). Murnountopsl AlNd npumeHaroTes ans
rievyeHns rMnepToHNn N cepagedHon HegoctatodHocTU. OHKM 3ameansieT pacnag
OpaduKMHUHA, YTO NMPUBOAUT K NOBLILLEHUIO €r0 KOHLEHTPALUK B KPOBU N YCUSTEHUIO €0
cocyaopacLunparoLLEero 4eUCTeuA.

* B nerkmx nHaktmemnpyrotcst cepoToHuH (90%), HopagpeHanuH (bosbluasi YacTb),
npoctarnaHauHel PGE1 (Basogunatartop), PGE2 (bpoHxogunarartop).



https://doi.org/10.1016/j.cca.2021.10.029

TPAHCITTIAHTAUUNA NEMKKNX

TpaHCI'IJ'IaHTaLI,I/IFI AOHOPCKUX NEerknux npoBogdT y nauneHToB ¢ XpOHNYECKUMU, HENIJTEHYHNMbBIMHU
3aboneBaHUAMU NErkmx, 3Ha4YNTerNbHO COKpauwarwnmMmn npoaoinkKNTeribHOCTb U Ka4€CTBO KU3HMN. B
MUpe exerogHo BbIMOJIHAETCA A0 3 TbiCSY TpaHCI'IJ'IaHTaLI,I/II7I JTIerknx:

«XpoHun4deckasa obcTpykTmBHaga 6onesHb nerknx (XObJT) n amdunzema (35, 8%).
‘lgnonarmnyecknun neroyvHbln pmnbpos (20, 8%).
*MykoBucungos (15, 9%).

3a 2025 rog B LleHTpe LLlymakoBa BbINOSTHEHO 35 TpaHCNNaHTaunmn nerkx n 3 KoMnrekca «cepaue-
nerkuey.

BbIKMBaemMmocCTb

*Uepes 1 roa: 88%.

*Uepes 5 net: 50% — 70%.

*Uepes 10 net: 56%.

MeanaHa BbhKMBaAaeMOCTU: cocTaBnsaeT 5,4 roga, cornacHo aaHHbIM MexayHapoaHoro obLuecTsa
TpaHCnaHTauum Nerkmx n cepaua.



https://ru.wikipedia.org/wiki/%D0%A2%D1%80%D0%B0%D0%BD%D1%81%D0%BF%D0%BB%D0%B0%D0%BD%D1%82%D0%B0%D1%86%D0%B8%D1%8F_%D0%BB%D1%91%D0%B3%D0%BA%D0%B8%D1%85

