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B crarbe m3/10KeH B3TJIAA HA UAUOMATUUECKUIN JIETOUHBIN (DUOPO3 B MCTOPUUYECKOM aclieKTe, U3MEeHeHNe TOHNMAaHUs
3TOU HOB30JIOTHU, KOTOPas paHee pacCMaTPUBAIach KaK BOCIATUTEIbHBIN IPOIECC HEM3BECTHOM IPUPOALI, a B HACTOA-
ee BpeMs oIpe/esisgerTcsa KaK 00Ie3Hb abeppaHTHOM penaparuu jerkux. OTciiesxeHa 9BOIOIUS TePATIeBTUYECKUX O/ -
XO/JI0B OT IPUMEHEHUs TAKUX IIPeIapaToB, KaK CUCTEMHBIE TVIIOKOKOPTUKOCTEPOUibl, N-alleTUINVCTEeNH, a3aTUOIPUH,
IO MCIIOJIb30BAHUSA COBPEMEHHBIX aHTU(UOPOTUUECKUX ITpernapaToB. Ilpeacrasied 0630p KINHUYECKUX U IOCTMAapKe-

TUHTOBBIX HCCIeLOBaHUY nupheHnzoHa.

KiroueBsble c1oBa: nuoNaTUIYeCK U IeTOUHBIN (PUOPO3, MHTEPCTUIIHAIbHBIE THEBMOHNIY, JIEUeHIE, aHTU(DUOpOTUUeCKas

Tepanusd, TuPGHEeHUI0H.

BeepeHue

B GosbminHCTBE ciioBapeii (pubpos ompeaesaeTcs
Kak paspacTaHue BOJIOKHUCTON COeIWHUTEIbHOH
TKaHU B TOM Wiu mHOM opraHe. OcHOBHOII mpobJie-
MOII IIPU 9TOM SABJISIETCA 3aMellleHre TKaHU opraHa
GubpPo3HOI TKAHBIO U ero AedopMaliud BILJIOTH IO
TIOJTHOM ToTepU PYHKITUU.

Pdubpos3 JeroyHoil TKaHU BCTPEUAETCs UYacTo,
MOKEeT Pa3BUBATBLCA IIOCJIEe IMepeHeCeHHbIX MHMEeK-
IIMOHHO-BOCITAJIUTENbLHBIX  3abojeBaHUil  (IHEB-
MOHWS, TyOepKyjae3) U IPU dTOM HUMeeT JIOKaJb-
HBI xapakTep. uddysubiii jgerounsiii Gubdpos
ABJSIETCA IOJUITUOJOTUYECKUM COCTOSTHUEM, HO
yale BCero OH CBsABaH C KOHKPETHBIMU (GopMaMu
MHTEPCTUINANIbHBIX 3aboseBannii jerkux (U3JI) u
MOKEeT MPUBOAUTH K IIPOrPECCUPYIOIIEMY CHUKEe-
HUIO JIETOUHON (GYHKIMU, YXYIAIIEHUIO KauecTBa
JKU3HU U, B KOHEUHOM CUeTe, K paHHell CMepTH.

Muorue gpopmbr M3JI compoBokaaoTes pudpo-
30M JIETKUX, KOTOPBIIl MOYKET CII0COOCTBOBATEL CMe-
IIeHNI0 U O0JIUTEePaIlii TePMUHAIBHBIX IbIXaTeb-
HBIX TIyTel, aJbBEOJI U COCYA0B, PEMOAEINPOBAHUIO
JIETOYHO¥ TKaHU, BBLI3bIBasg HapylleHue GQYHKIIUU
razoobmeHna B serkux [1]. Ha pucyHke mpeacrasiie-
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Ha Kaaccudpuranusa M3JI, koTopas Ob1Ia Omy0JIMKO-
BaHa B 2014 r. B MmoHOTpaduu EBponeiickoro pecnu-
paTopuoro obitectsa [2].

Unnonaruueckuii jserounsiii ¢pubpos (MJID) —
Hambojiee PACIPOCTPAHEHHBIN THUO UAUOIATHUE-
CKOUM MHTEPCTUIMAJbHON MHEBMOHUU U HamboJiee
yacTas MPUUYMHA IIPOrPECCUPYIOIIET0 JIeTOUHOTO
¢pubposa. HMamomarmueckuii JIerouHblii (ubpPo3
Bcrpeuaercsa y 1 u3 200 manmmueHTOB MOMKUJIOTO BO3-
pacra. Meamana Bel:kuBaemoctu npu MJIP koe-
6seTcs oT 3 o0 5 JieT mocJie TOCTAHOBKHU IIepBOHA-
YyaJIbHOTO auarHosa, u WJIP exerogHo CIy:KUT
npuunHoit cmepTu 60siee 30 000 :xureseii CIITA [3].
B cooTBercTBUU ¢ (hemepaTbHBIMU KINHUYECKUMU
pexomenpanuamu, UJIP® — ocobas popma XpoHU-
YyecKoO#l mporpeccupyiorieii Gpubpos3upyooleii nH-
TePCTUIINATBbHON THEBMOHUY HEU3BECTHOM 9THOJIO-
TU#, KOTOPasi BOSHUKAET IPEeNMYIIeCTBEHHO Y JII0-
Ieii cTapiiiero BO3pacTa, opaskaeT TOJbKO JIETKUe
¥ CBsI3aHa C TUCTOJIOTUYECKUM U /WU PEHTTeHOJIO-
TUYECKUM IIaTTEPHOM OOBIYHON WMHTEPCTUIUATb-
Hott nHeBMoHuM (OUII) [4].

UpuonaTtuyeckum neroyHbin ¢ubpos:

cOBpeMeHHoe COCTOAHUe Npo6neMbl

B reuenue naurensuoro spemenu MJIPD pacecmar-
puBaau Kak 00Je€3Hb HEKOHTPOJIUPYEMOIr'o BOCIIa-
JIEHUs, II03TOMY OCHOBOI JIeUeHUS CUUTAIUCH CHUC-
TeMHBIe TJIIOKOKopTuKocTepounsl (I'KC) u mmmy-
HocympeccuBHaA Tepanud [5, 6]. Ha ceroguammuumii
IIeHb B peasbHOU mpaKTukKe npuMmenenue 'KC oka-
3bIBaeTCs Tepamnuei ex juvantibus, u mosoxuTeNIL-
Hasd IUHaAMUKa B OTBET HAa TOPMOHAJIBHYIO TEePaIINio
CBUIETEJbCTBYET IPOTUB Auarnosa UJID.
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CoBpemennas kaaccuburamnua U3JI. JUII — reckBaMaTuBHAs MHTepCcTUINAIbHAA nHeBMOoHUsA, 3CT — 3aboJe-
BaHUA coequHUTENbHONU TKauu, UUII — ugmonaTnyeckasa MHTEPCTUIIMATbHASA THeBMoHMUsA, UJI® — uanonaTuye-
CKUi Jerounsliiit pubpos, UII — uarepcrunnanabaas nHeBMornss, KOII — kpunToreHHas Opraiu3yoinas IHeBMO-
Hud, JIAM — numdanruoneitomuomaros, JINII — tumboungaas naTepcrunuaitbiHad naeBMonus, HCUII — necme-
nudryecKas MHTEePCTUIINATbHAA THeBMOHUA, [IIIPI — nuieBponapeHxuMaabHbIN (hrudpoanaactos, PB-NU3JI — pec-

IUpPaTOPHBIH 6pouxmoauT ¢ U3JI.

B ucciemoBaHuUAX IOCHAEIHUX JIET ¥ OOJBbHBIX
MNJI® 6b110 BHIABJIEHO ITOBPEKIEHUE KJIETOK ajb-
BEOJIAPHOTO SIUTEJIU C HapYIIIeHNueM I[eJIOCTHOCTH
aJIbBEOJIAPHOUM 0as3aJbHOM MeMOpaHBI, MTOJ00HO
UHCYJBTY, UYTO MPUBOAUT K AEMOSUIMH aHOMAJb-
HOUM TKAaHU MaTpPUKCa IIPU yuyacTuu pudpobdIacToB.
IIpoucxoauT abeppaHTHaAsA peakIUs 3a’KUBJIEHUS
TMOBPEsKAEHUSA C IOCJHEeAYIOIINM HapyIllleHueM ap-
XUTEKTYyphl Jierkoro [7]. Tpauchopmupyroiuii
daxTop pocra P (transforming growth factor f —
TGF-B) u gpyrue npodubpormyeckme GaKTOPHI
pocTa uUrpaioT KJIIOUEeBYI0 POJib B BOSHUKHOBEHUU
NJI®. Paszsutuio peaxkiuu (puoOpodIacTOB W IIPO-
rpeccupoBaHuio (pubposa CIOoCOOCTBYIOT OMoMexa-
HUYeCKHe XapaKTePUCTUKU OKPY:KAIoIeil Ccpeabl
MaTpuKca, KOTOPbIe YBEJIUUNBAIOT *KECTKOCTh TKa-
HU JerKux [8].

X0TsT UMMYHHBIN OTBET TOKE€ YyUaCTBYeT B 9TOM
mpoIecce, COBPeMeHHbIe ITPOTUBOBOCIAIUTEIbHbIE,
UMMYHOMOAYJUPYIOIINE WJIN IUTOTOKCUYECKUE
(hapmaKoJiOTHUECKKE CPELCTBA OKA3aaINCh HeaheK-
TUBHBIMU U JOCTOBEPHO He BJIUSIN Ha IIPOTrPEeCCUPO-
BaHue O6oJsiesHu. [Ipu 0630pe TUTEPATyPHI IPOIILIBIX
JeT ObLIO BBIABJIEHO, UTO IIPUMEHEHUEe a3aTUOIIPU-
Ha B couetaHuu c¢ I'KC u N-ameruamucrerHoM, a
TakKe BapdapHrHa acCOIMUPOBAJIIOCH C JOCTOBEPHO
GOJIBIIIIM PHCKOM PA3JIMYHBIX OCJIOMKHEHUI U cMep-
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Tu. B uccieqoBaHUAX ¢ UCIOJIb30BAHNEM dTaHEPIIeI-
Ta, 003eHTaHa, MallUTEeHTAHA, MHTeP(EePOHAa-Y U CUJI-
neHadua He OBLIN JOCTUTHYTHI HaMeUeHHbIe IIeJIU B
neuenun NJID [9]. Bcé aTo ykasnpIiBaeT Ha MHbBIE Be-
IyIre MeXaHU3MbI IaToreHe3a 3a00JIeBaHUA.

W anonaTuuecKut IerouHbBIN (pruOpo3 B 60JBITON
CTelNeHU CBA3aH CO CTAPIIIMM BO3PACTOM U TeHETH-
YEeCKUMU OCOOEHHOCTAMHU MHAIeHTOB, TAKUMHU KaK
GyHKIUA Tesomepa, moaumoppusm resa MUCS5B
(mynmue 5B), M suureHerTudecKuMH (PaKTOpaMu,
HapymAaoIuMud GYHKIIUN TeHa. ¥ JUIl MOMKUJIO-
r0 BO3pacTa BCTPEUYaloTCsA OIpelesieHHble (DOPMBI
MN3JI, acconumpoBaHHBLIE € OOJIE3HAMU CHUCTEMBbI
COEIMHUTEJbHON TKaHU (PeBMATOUIHBIN apTPUT
¥ [Ip.) U C COUETAHHBIMU 9KOJIOTUUECKUMU (haKTO-
paMu, TaKUMU KaK KypeHue Tabaka, Bo3qelicTBUe
YACTHIl MeTaJljla UJIU IbLIN, TUOKCUAA KPEeMHUSI,
cpensl epm [1].

EcrecTBennoe Teuenue NJI®D nmeer 3HAUUTEB-
HYI0 BapuabeabHOCTh. Pamee cunTasoch, YTO TAaKUe
0oJbHBIE JKUBYT He Oosiee 2—3 JeT IOCJie ToCTa-
HOBKM JMarHo3a, HO MOCJeIHUE NaHHbIe KJIUHU-
YEeCKUX WCCJIeNOBAHUIN CBUIETEJIbCTBYIOT O TOM,
YTO MeAraHa BBIXKMBAEMOCTH COCTaBJIAET 3—5 JIeT.
V opHux 60JBHBIX IIOCJe BhlgBIeHUuss MJIPD zabo-
JieBaHMe IPOrpeccupyer ObICTPO, Y APYTUX COCTOS-
HUe cTabuJIbHOE B TeUeHUe AJUTEJHLHOTO Iepuosa,
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Yy TPeTbUX IOCJIe IIepUuoa CTaOMIbHOCTU IPOTpPec-
cupoBaHUe 0OJIE3HU YCKOPAETCSA, a y UYeTBEePTHIX
BO3HUKAET HeIpeacKasdyemoe oboctpenme WNJID,
KOTOpoe 00BIYHO OBICTPO NpuBOAUT K cMmepTH [10].
V ompeneneHHOTO KOJIUYeCcTBa OOJIbHBIX OTMEUAeT-
cA AJAUTeNbHAsS BBIXKMBAEMOCTb 0e3 TpaHCIJIaHTa-
nuu jgerkux [11]. B sanugeMuosornuecKux ucce-
JOBAHUAX CO CXOKUM AU3AHOM BBIABJISETCS I'e0-
rpaduyeckas BapuabebHOCTb, UYTO YKa3bIBaeT Ha
BOBMOKHOE BJIMAHWE 3JTHUUYECKUX OCOOEHHOCTEMH
WUJIU BO3JelcTBUEe OKPYIKAIOIlell cpebl Ha IIporpec-
cupoBanue 6osesnu [10].

Haunbosee yacTo mpPUUYMHONU CMePTU OOJBbHBIX
NJI® cay:xuT HapacrawoIinasa AblxaTelbHas Hemo-
craToyHocTh. OJHAKO BHAUUTENHHOE KOJUUECTBO
namueHToB ¢ UJI® ymMmuparoT oT APYruxX IPUYNH, Ta-
KUX KaK OCJIO}KHEeHUS UITeMUYeCcKOoi 60JIe3HU cep-
1a, TPoM00AMOOIMA JIETOUHOM apTepuu, pak Jier-
KuX. Beigensior Tak:ke (OeHOTHUIIBI C HeOJIarOIPUT-
HBIM TeueHueMm WMJIP: GoabHBIE CO 3HAUUTEIbHOMR
JIETOYHO! TUIlepTeH3uell UM ¢ COUeTaHUeM JIeT0U-
HOTO (h1bpo3a u sMPU3eMbl UMEIOT MEHbIIIe IIIaHCOB
Ha BBIKMBaHUE, YeM MaIueHThl 6e3 osM(MU3eMbl U
JIeTOYHO# rumepTeHsuu. Kpome TOro, MHOTHE CO-
Iy TCTBYIOIME 3a00JieBaHsI, KOTOPbIe YacTO BCTPe-
yaTcsa y 6onbubIX NJIP, Takue Kak ractpoasoda-
reasbHasd pedJuiroKcHasA 60JIe3Hb UJIU PacCTPOMcTBa
IBIXaHUSA BO CHE, MOT'YT HEraTUBHO BJIUATDH HA TeUe-
Hue NJID [12].

Ba'KHBIM KJIMHUYECKUM AacIeKTOM B BeIeHUU
60abHBIX JID sBIAETCS OIlEHKA COCTOSTHUS U IIPO-
THO3UPOBaHUe pucKa cMepTu. [[Jid aToro ObLa mpes-
JoxkeHa u BajnuausupoBama mkanaa GAP (Gender,
Age, Physiology), ocHoOBaHHAasa Ha IPOCTHIX MCXO-
HBIX TIePeMeHHBIX — II0JI, Bo3pacT, (hopcupoBaHHASA
KusHeHHass eMKocTh Jierkux (PiKEJ) u guddy-
3MOHHASA CIIOCOOHOCTH JIETKUX IO OKCUAY yIJjepoja
(DLco)' ATOT MHCTPYMEHT MOJKET MCIO0JIb30BAThCA B
KJINHUYECKUX YCIOBUSX AJIA ONpeaeIeHUs TPOTHO-
3a, MJIAHUPOBAHUSA KU3HU TMAIlMeHTa U HTPUHATUSA
pellIeHns 0 CPOKax nepecagru Jerkux [13].

OunarHocTuKa

u auddepeHumanbHaa AMArHOCTUKA

ITocranoBka mpaBuiabHOTO auarHosa MWUJI® mo-
CPeICTBOM TIATEJILHOTO NCKJIIOUEHUS IPYTUX (hOpM
MN3JI apnserca manbojee BasKHBIM IIIaroM B OKasa-
HUU TOMOIIM TaKUM OOJBHBIM. lmarHocTuyecKuit
QJTOPUTM [Jis OOJBbHBIX C BEPOATHBIM IHATHO30M
NJI® mpexacraBiieH B myOauKamuu AMepuKaHCKO-
ro ToOpaKaJbHOTO 00IllecTBa, EBpOIeicKoro pecuu-
paTopHOro o6IecTBa, SIMOHCKOTO PEeCIUPaTOPHOTO
ob6mrectBa u JIaTuHOAMEPUKAHCKOTO TOPaKaJbHOTO
ob61rectna [14].

YV 60obIIMHCTBA GOJIBHBIX C BIIEPBLIE BOSHUKIIIEH
OJBIIITKOM TpU (hpU3UUeCcKOoM HAarpy3Ke 1,/ Uiau caabo-

CTBHIO, HO 0€3 IPYTUX CUMIITOMOB JIN00 C MUHUMAJIb-
HbIMu cuMinTomMmamMu NJIPD mokeT OBITH BBISBIEH
HaA PAaHHUX CTAAUAX IO MHTEPCTUIINAILHBIM U3Me-
HEHUAM [IPU PEHTTEHOJOTUYEeCKOM 00CJIeIOBAHUMU.
Y 6onpHBIX ¢ marTepaom OWII TimaTenbHBINH, Bee-
00 BbeMJTIOIIMIT OIIPOC TIOMOTAeT UCKJIIUUTE aJbTep-
HATUBHBbIE MPUYUHBLI JIETOUHOro (ubposa, TaKue
Kak OOJIe3HU COeIWHUTENLHON TKaHU, XPOHUUEe-
CKUI 9KB30TE€HHBIN aJIJIePrUUECKUil aJIbBEOJIUT, CO-
CTOAHUSA, CBA3AHHBIE C BO3AeHCTBUEM IIPOQeccuo-
HaJbHBIX (haKTOPOB AU (PAKTOPOB OKPYIKAOIIEH
cpenbl, ¢ IPUEMOM JIEKAapPCTBEHHBIX IIpeIrapaToB.
IIpu ayckyapramum rpyaHON KJIETKU Hal 0as3ajb-
HBIMU OT[eJlaMU BBISIBJISETCA 3BYKOBOI (heHOMEH
MMOTPEeCKUBaHUA, KOTOPBLIN HAIOMUHAET 3BYK pas-
JIUTIaHUA 3aCTeKKU-TUNyuKu. [Ipu 00 beKTUBHOM
OCMOTpEe IaJbI[bl YacTO MMEIT BUA OapabaHHBIX
najgouek [1].

IIpu mcciaemopanuu (GYHKIIMYU BHEIITHETO IbIXa-
HUSA OOBIYHO BBISIBJIAETCS PECTPUKTUBHBIN IaTTEPH
co cumxenuem DIKEJI, obieil eMKOCTH JIETKUX
(OEJI) u DLco’ XOTs Y OOJIBHBIX C PAHHUMMU CTALUA-
mu 3aboseBarua @IKEJI u OEJI moryT ocraBaThes
B Ipelejax HOPMAJbHBIX 3HAUEHWH, a ¥ OOJBHBIX
¢ coueranueM (ubposa u sMGUIEMBI MOYKET OT-
CYTCTBOBAaTh PECTPUKTHUBHBIA IaTTEPH BCJIEACTBUE
IIPOTUBOIIOJOKHOTO BJIUAHUA 9M(PU3EMaTO3HOMN
runepuH@IAIAT U PECTPUKTUBHOTO pubposa. s
IOCTAHOBKM TouHOTo auarHoda MJIPD mHeodbxommmo
HCKJIOUeHne Apyrux Guoposupyomux Gopm U3J1
U BBISIBJI€HUWE IIaTTepPHA, cooTBeTcTBYIOIero OUII
10 JaHHBIM KOMITLIOTEPHON TOMOTrpaduu BHICOKOTO
paspemenus (KTBP), imu6o coueranusa cuenuuue-
ckoro narrepHa o ganasiM KTBP (BosmoskHas/Be-
posaTtHasa OUII) ¢ ructosmornueckum narrepaom OMII
M0 pe3yJbTaTaM OWOIICHMU, IIPU KOTOPOI IOJy4YeH
aZileKBaTHBIN oOpaser] Jerounoit Tkauu [14, 15].

Opmaxko OUII niu OUII-nomo6HBIN ITATTEPH MO-
T'yT BCTpedaThbes u Ipu Apyrux popmax NU3JI, rakux
kaxk M3JI, cBA3aHHble ¢ 00JE3HAMU COETUHUTEIb-
HOI TKaHU, WJIN XPOHUUYECKUHN (PuOPO3UPYIOIUl
TUNEePYYBCTBUTENbHBINM THeBMOHUT [16]. B cBasu
C 3TUM [0 IIOCTAHOBKU OKOHUATEJLHOTO JHarHos3a
NJI® momxHBI OBITH MCKJIOUEHBI aJIbTePHATUBHBIE
npuunubl U3JI. ®ubposupyroiiue M3JI Takke Mo-
T'YT IPOTPECCUPOBATH [0 KOHEUHOM cTaguy 60JIe3HH,
U B ITIOJOOHBIX CAyUYasiX UX ObIBAET TPYAHO OTJIUYUTH
or NJIP, HecMoTpsA Ha MPOBEJeHNE BCECTOPOHHETO
KJMHUYECKOro obciaenoBaHusa, BuinogHenue KTBP
¥ WHBA3UBHBIX XUPYPrUYECKUX IPOIEAYP AJSA II0-
JyyeHUs o0pasioB TKaHu Jerkoro [17].

OTeuecTBeHHBIE U 3apyOesKHbIE dKCIEPTHI eIu-
HBI B TOM MHEHHUH, UTO TOJbKO MYJIbTUIUCIUIIIN-
HapHBIH KOHCUJIUYM (KJIWHUIIUCT, PEHTTEeHOJOT U
IIaTOJIOT C aJIeKBATHBIM OIIBITOM PAaOOTHI C OOJIbHBI-
mu 3JI u NJID) obecrieunBaeT ONTUMAJIbLHYIO BO3-
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MOYKHOCTH [JIA JOCTHIKEHUS KOHCEHCyca IO Iua-
ruo3y UJID [4, 18].

CoBpeMeHHasa Tepanusa UJ1®

IlepBoIii aHTH(GUOPOTHUYECKUI IIpemapaTr IIup-
deunmon 6bL1 omobpeH mis Jgeuenusa WUJIP B dAmo-
Huu B 2008 r., 8 EBpomnie — B 2011 r. B aTtux crpa-
Hax OBLI MOJyYeH IMEePBBIH OIBIT MO0 IPUMEHEHUIO
nupdeHnI0HA B PeaJbHON KINHUYECKO IPpaKTUKe
[19]. B CIIIA gBa anTudubOpoTHUECKUX IIpenapara
nis1 nevernus NJIP — nupdpedn o U HUHTeTaHN0 —
ObLIN 000peHbl B OKTsA0pe 2014 r. mocje moJyde-
HUSA Pe3yJbTaTOB OOJBIINX KJINHUYECKUX HUCCIIEN0-
Bauuii [20, 21].

ITo maHHBIM PAHAOMU3UPOBAHHBIX KINHUYECKUX
uccaenosauuii (PKW) III ¢aswr, 00a mpemapara 3a-
menasaior camkeHne @IKEJL, u B HacTosIee BpeMs
OHH PacCMaTPUBAIOTCS KaK CTaHAAPTHBLIE CPeACcTBa
repanuu NJI®. ITo mamaeim J.A. Galli et al., mo-
JIYYeHHBIM B peaJbHON KJIWMHUUYECKON IIpaKTHKe,
npu TpuMeHeHUW nupdeHumoHa Hambojgee YacTo
BCTpevasuch ToirHoTa (26,4% ) u cbilib/doTOCEHCH-
ounusanus (14,7%), a npu nprueMe HUHTeJaHUOA —
nuapes (52,6%) u rTomruora (29,8%). B saTom mc-
cJaeI0oBaHUU CHUKEHUE N035I moTpedboBasiocs 12,4%
0OJBbHBIX, MOJy4YaBIuUX nupheHumnoH, u 21,1%
0OJIbHBIX, ITOJYUABIINX HUHTeRaHUuoO [22].

ITockoabky k 2015 r. mJaHHBIEe IPAMBIX CPaBHe-
HUH ABYX IIPEnapaToB OTCYTCTBOBAJM, OBIJI IIPOBE-
nen metaananus 9 PKU II/III ¢aswl. Berio BeIsAB-
JeHOo, uTo B oTHomeHuu usmenennit @yKEJ mup-
deHUIOH 1 HUHTeHaHuO O6oJsiee 3hPEeKTUBHEI, UeM
miaanebo, cuycts 1 rox HabaogeHus (MuppeHng0H
npoTus maaiebo: pasaunund — 0,12 j1; HUHTEgAHUO
npoTus miaame6o: pasauung — 0,11 ). ¥V 60abHBIX,
MOJIYUYaBIIUX NMUPPEHUIOH, TaKKe UMeJcs Gojiee
Huskuit puck cum:ieHus PIKEJ ma 10% wu 60-
nee B TeueHue 1 roxa (orHomnenue mancos 0,58),
TOoTZAa KaK MJid HUHTeJaHuba yOequTeJbHBIX [10-
KasaTeJbCTB B CPABHEHUU C IIJIAIe00 MoJyUYeHo He
6bL10. MI3BecTHO, uTo cHmkenue @KEJ wa 10% u
6osiee ABaAeTcA (GAaKTOPOM BBICOKOTO PUCKA CMep-
T. B MeTaamanuse ObLJIO YCTAHOBJIEHO, UTO IMHUP-
(deHUTOH YyMEHbIIAJ CMEPTHOCTH OT BCeX MPUUYUH
B CpaBHeHUU c marebo B TeueHue 1 roga, B TO Bpe-
Ms KaK J0Ka3aTeJIbCTB BIUAHUSI HA CMEPTHOCTH OT
BCeX MPUYMH HUHTeXaHu0a u N-aleTUIIUCTenHA
He moaydeHo. Ha ocHOBaHUM Pe3yJIbTaTOB HCCJIE-
IOBaHUA OBLJI CHeJIaH BBIBOJ O TOM, UTO HUPheHN-
IOH U HUHTeNaHuO 9()(eKTUBHBI B OTHOIIEHUU 3a-
MeAJeHUs CHUMKeHUS PYHKIIUU JeTKuX, a nupde-
HUJAOH MOYKeT YMEeHbINATh PUCK cHu:KeHuA DiKEJL
"Ha 10% u GoJiee B cpaBHeHHUH ¢ marebdo B 1-i rox
mocJie obpareHusi. Kpome Toro, nupheHug0H 10-
CTOBEPHO VYJyUIllaJ BBI)KMBAEMOCTH IIAI[UEHTOB
[23]. MBI poaHaIM3UPOBAIU IPUMeHeHne Tupde-
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HugoHa B PKU u B pealbHOU KJIMHUYECKOI IIpaK-
THUKeE.

ITupdeHuI0H B KINHUYECKUX UCCIIETOBAHUAX

¥ B peaJIbHOM KIWHNYECKOH MPAKTHKE

ITupherumoH — 9T0 GUOLOCTYIIHOE IPU IpUeMe
BHYTPh IPOMUBBOHOE MUPUAOHA, KOTOPOe obJiazaer
IPOTUBOBOCIIAJIUTEILHON U aHTUMPUOPOTUUECKOI
aKTUBHOCTHIO. OTU CBOICTBa OBLIM MOKAa3aHbl Ha
MOJeJN WHAYIIMPOBAHHOTO 0JIEOMUITMHOM IIOpaske-
HUSA JeTKUX y XoMAKOB [24]. [Tuphenugon Taxxe
nogasaan TGF-B-unaymuposaunnyio quddepeHima-
nuio MuohuépodsaacToB u (GUOPOTEHHYI0 AKTHUB-
HOCTb (huOPOO6JIACTOB JeTKUX UeaoBeKa [25].

CAPACITY. B uccunemosanuu CAPACITY 004
nup@EeHuJ0H [OOCTOBEPHO B3aMeAaA] CHUKEHUe
DIKEJIL K 72-i1 Hemene Haba0meHUA. [lOCTOBEPHBIHI
a(deKT Tepanuu TakKe oTMedascsa U Ha 6oJiee paH-
HHUX cpoKax Kak B oTHoinenuu @yKEJI, tak u B oT-
HOIIIEHUY BBI’KUBAHUA OOJILHBIX 0€3 000CTPeHM!Il.
Briia BbIsIBJIeHa 3aBUCUMOCTH d(PdeKTa OT T03bI
nuppernunona. B mcciaemoBanuu CAPACITY 006
He OBIJIO YCTAHOBJIEHO IOCTOBEDPHBIX DPAa3JUUYUN B
munamuke OIKEJL memxnay rpynnamu nupdeHumo-
Ha 1 mianebo x 72-i1 Hexgesie HaOMOgeHUss. OQHAKO
noctoBepHoe Biusuue nupperugona Ha PIKEJI or-
MeYaJioch Ha BCeX KOHTPOJILHBIX TOUKAX B TeUEHUE
1-ro roga. PesyabraTbl 00beIUHEHHOTO aHAJIM3a
MaHHBIX IBYX KCCJENOBAHUI TOATBEPAUJIU BJIUI-
nue nuppenugona Ha PIKEJI (B % oT TOIKHOM) —
pasHUIla ¢ IOKasaTejaeM TIpymnmbl maamebo 9,1%
(p < 0,01), BeizKUBaHME 63 000CTPEHUIT 1 PACCTOS-
HUe, MPOHIeHHOe B TecTe ¢ 6-MHUHYTHON XOAb0OI
(6-MT). BosbHBIE TOCTATOUYHO XOPOIIIO IIEPEHOCUIN
aTOT ITpenapar [26].

ASCEND. B PKU III ¢passrt ASCEND nepBuuHO
KOHeUHOH TouKoil Obln0 mameHeHue DPIKEJL miau
CcMepTh K 52-i1 Hemese HaOJIOAeHUA. BTopuuHBIMU
KOHEUHBIMHU TOYKAMU OBLIN PACCTOSHUE, IPONIeH-
Hoe B 6-MT, BmI)KuMBanme 6e3 IIPOrpPeCcCUPOBAHUI
3a00JieBaHUSA, OIBIIIIKA U CMEPThb OT JIIOOBIX MIPU-
yuH uau ot UJIP. WcciaemoBaHue IIPOBOAMJIOCH B
127 menTrpax 9 cTpaH u BKJHOUYAIO0 555 OOJIBHBIX
MNJI® B Bospacte or 40 mo 80 jeT ¢ OTHOIIEHUEM
00beM (OpPCUPOBAHHOTO BBIZOXa 3a 1-10 CEKYH-
ny/DPiKEJL >0,8 (6osiee cTporuii Kpurepuii, 4yeM B
CAPACITY), @IKEJ 50-90% oT moxHOI, DLCO
30-90% oT mos:KHOM M paccTOsSHUE, IPOMIeHHOe
B 6-MT, He Mmenee 150 m. 278 GOJIBHBIX TOJIyUYaATN
nuppernunosn B gose 2403 mr, a 277 manmueHTOB —
miaarebo. IlepBuunas Koneunasa Touka PKU oOniia
JOCTUTHYTA: NOJIA O0JMBHBIX co cHukeHreM PIKEJL
Ha 10% wu 6osee cuusuiaach Ha 47,9%, mpouso-
IIIJIO OTHOCUTEJIbHOE yBeauuenue Ha 132,5% monu
nanuenToB 0e3 cumieHus @IKEJL. B rpynme nup-
deHumoHa HAOJIIOLATIOCH 3aMenJeHWe CHUKEeHUS
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paccroaHusa, mnpoimeHHoro B 6-MT (abcomioTHas
pasauita 9% , orHocurenvHasd — 27,5% ), u yaydiie-
HIUe BbIXKMBaHUSA 6e3 obocTpenuii. HesxemaTeabubie
SABJIEHUSA CO CTOPOHBI JKeJYI0UHO-KUIIIEUHOT'O TPaK-
Ta U KOKHU UYallle BCTPEUAJUCh CPeIy MOJYUaBIIUX
nupdeHuI0H, OMHAKO PEIKO IPUBOAUIN K IPEeKpa-
mrenuio Jeuenus [20].

B o0bengunennom aHanuse PKU CAPACITY u
aByx PKM ASCEND (1247 60abHBIX) OBLIO MO-
TBEP:KIEHO IOCTOBEPHOE CHUKEHWE CMEPTHOCTU K
52-11 HeJleste, TaK Ke KaK 1 YMeHbIIIeHe KOJITUecTBa
cMmepreit oT mporpeccupoBanusd UJIP. Coycera 1 rox
Je4eHUus1 NoJisg 00JIbHBIX co cHimnkenueM DIKEJL na
10% u 6osee ymenbIinmuiaach Ha 43,8% , a 10J1s 60JIb-
HbIX 0e3 cHm:keHusa ®IKEJL cocrasuina 59,3% . Bo-
Jiee TOTO, pPasjuuHble MOAUMUIIUPYIOIIe (PaKTOPHI
(mposxkuBanme B CIITA u me B CIIIA, BO3pacr, mo,
paca, cTerneHb HapyIieHusa QYHKIIUY OIbIXaHUA, IPU-
MeHeHUe WHTaJIIUil KHUCJI0PoJa, CTaTyC KYpeHusd,
CPOKH OT ITOCTAHOBKY JUATHO3a) He ITOBJIUAIN Ha 9()-
dexrToI TeuerHua nupbhenugorom [1, 27].

ITockonbky mupheHUZOH OBLI OJ00peH K IIpHu-
MEHeHWI0 BO MHOTMX CTpaHaxX 3a IpenejaMu
CIIA pmo omobpenuss FDA (U.S. Food and Drug
Administration — Yupasienue 1mo KOHTPOJIIO Kaue-
CcTBa MUIIEBLIX IPOAYKTOB 1 MegukameHToB CIITA),
B JINTEPAType MOSBUJINCH IYOJUKAIIUY O IIPUMeEHe-
HUU IIpelrapaTa B PeaJbHON KJIMHUYECKOUN IPaKTU-
Ke U COOOII[eHUsI O TOM, UTO OH JOBOJIBHO XOPOIIIO
MIePEeHOCUTCA U IPUHOCUT II0JIb3Y 3HAUUTEJIbHOMY
yucJry namuerTos [19, 28].

RECAP - OoTKpbBITOE pacIInpeHHOe MCCIemoBa-
HUe nuppeHnmoHa, BKJIKOUaBInee 00abHBIX WJID,
Koropble 3aBepriuau nporpammy CAPACITY. 9¢-
dexT nuppeHumona muaydayuca y 178 OOIbHBIX U3
TPYONBl mJaie0o, KOTOpble IOJYUYWIM IIpermapar
BruepBbie B no3e 2403 mr/cyr. CpenHee cHUMKEHUE
DIKEJL & 60-i1 Hemese cocrasuio 5,9% B cpaBHe-
Hum ¢ 7,0 u 9,4% B rpynnax nupdeHuUI0OHA U TLIA-
1me6o coorBeTcTBeHHO B ucciaegosanuu CAPACITY.
BrikuBaHME 60JIBHBIX OBLIO CXOJHBIM C TAKOBHIM B
CAPACITY, neuenue 05110 0€30IIACHBIM U B I[€JIOM
XOPOIIIO IepeHocuJiocs [29].

PANORAMA. B 1BOHHOM CJI€IOM PaHIOMHU3M-
poBanHoM ucciaemoBanuu PANORAMA ormenuBaiu
0e30IIaCHOCTh M II€PEHOCHMOCTb CoueTaHusA mupde-
HugoHa 1 N-aneruarnucrensa y 123 6onpHbIX UJID.
ITo cepbes3HBIM U KU3HEYTPOKAIOIIUM HeyKeIaTe b
HBIM SIBJIEHUSM Pa3JUUYNil He ObLIO, OJHAKO CPeau
MOJIYUABIIINX BTy KOMOWHAIUIO ()OTOCEHCHMOUIM3a-
1nusA Bo3HUKJIA ¥ 13% , a mpu MoHOTepamuu mnupde-
HugoHoM — y 2% . Cpenu moayuaBminx nupheHua0H
u N-aleTUINUCTeNH Tepamnuio mpekparuau 7% Ia-
IIMEHTOB, a CpeJu MoJydaBIux nupheHunon — 5%.
IIpu ananmuze nuHamMuku @K EJ] 61718 oTMeEUeHa BO3-
MOJKHOCTh HETaTUBHOTO BJIUSHUA Ha TeueHue NJID

KoMOuHUpoBanHOU Tepannu (cum:kernue @IKEJL nmpu
KoMOMHUpoBaHHOM Tepanuu Ha 125,6 ma 3a 6 mec,
a IIpu MOHOTepanuu nMupeHugoHOM — Ha 34,3 MJI).
Bruio caenano 3akjaoueHue, 4To N-aleTUIIuCTenH
CYIIIECTBEHHO He HapyIlllaeT Ipoduib 6e30IacHOCTHA
nupdeHUI0Ha, HO KINHUUEeCKNe TPEUMYIIeCTBa 3TO-
ro coueTaHuA MayioBepoATHHI [30].

ITupdeHnI0H — IEePBBIN 3aPETrNCTPUPOBAHHBIN B
MUpe U HeJaBHO PEKOMEHJOBAHHBIN AJIs KINHUUE-
CKOT0 IpuMeHeHuA B Poccuu anTuuOpoTUUYECKUit
mpemapar. JTO eIUHCTBEHHBIH aHTH(UOpoTHUe-
CKHIl IIpemnapar, KOTOPbIil He UMeeT B HHCTPYKIMH
10 MPUMEHEHHI0 YKAa3aHUIl II0 OCTOPOKHOMY MC-
MoJIb30BaHNIO Y 60abHBIX NJI®D ¢ comyTeTBYyIOIIIUMU
KapIuoOBACKYJISIPHBIMH PUCKAMH M PHCKOM KPOBO-
TeueHuii. Bojiee TOro, B 9KcIepuMeHTaX HOKa3aHO
ero KapAuoIpPOTeKTUBHOE NeiiCTBUe IIPU Pa3BUTUU
dubposa muorkapza [31].

Takum o00pasoM, BO BTOPOM [AECATUIETUU
XXI Bera BIEpBBIe MOABUJIACH pPeabHAS BO3MOMK-
HOCTb BJIUATL HA PasBUTHE JIETOYHOTO (ubdbposa u
MIPOAJIeBaTh *KM3Hb TAKUM IMallMeHTaM 3a cueT 3a-
MeJJIEeHUS CHUKEeHUS BEHTHJIAIIMOHHOMN CIIOCOOHO-
CTHU JIETKUX.
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Modern Aspects of Treatment of Idiopathic Pulmonary Fibrosis

A.A. Vizel and A.S. Belevskiy

The article deals with the change of understanding of idiopathic pulmonary fibrosis from inflammatory process of
unknown etiology to the disease of aberrant lung repair. The authors discuss the evolution of treatment of idiopathic
pulmonary fibrosis from systemic corticosteroids, N-acetylcysteine, azathioprine and other drugs to modern antifib-
rotic agents. The article also reviews clinical and postmarketing studies of pirfenidone.

Key words: idiopathic pulmonary fibrosis, interstitial pneumonia, treatment, antifibrotic therapy, pirfenidone.
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