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Pesiome

Manonatnueckuii nerounbit dubpos (U/1M) - xpoHnyeckoe nporpeccupytoliee Gnbposunpytoliee MHTEpCTULMANbHOe 3abonesa-
HWe NerkMx Hem3BecTHOM NpuumnHbl. 1M xapakTepusyetcs n3bbITOYHOW NPOAYKLMEN U OTNOXKEHMEM KOMMOHEHTOB BHEKIETOYHOIO
MaTpUKCa, KOTOpble NMPUBOAAT K HEOBPATUMbIM HapYLWEHUSM apXUTEKTOHUKM IEFOYHOM TKaHW M noTepe GyHKuMK. bes neyerus
CpefHss BbKMBAEMOCTb MALMEHTOB MOC/Ie MOCTAHOBKM AMArHo3a He npesbiwaeT 3-5 net. OgHako ony6nMKoBaHHble Habnto-
[leH1s COOBLWAT 06 yNyyLEeHUM BbIXXMBAEMOCTM 3a NoC/efHee LeCATUIETHUE, YTO CBA3AHO C MOSBAEHWEM aHTUGUOPOTUUECKMX
npenapaToB 1 6onee paHHeW AMarHocTnkon. Mpenmyliectsa aHTMOUOPOTUYECKOW Tepanuu BKAOYALOT Boniee MeasieHHbIe TEMMbI
CHWXEHWUS HOPCUPOBAHHOWM XXM3HEHHOM eMKOCTU nerkmnx (OXXEN) n cHuxeHne cMepTHOCTU. [TMpdeHMAOoH 1 HUHTeaaHUb aBnAOTCA
eAMHCTBEHHbIMKM 0L0OpEeHHbIMM B HacTosilee BpeMsi aHTudnbpoTuueckumm npenapatamu ang nevenms UI®. Ha poccuiickom
PbIHKE 33aperncTprpoBaHO HECKO/BbKO BOCMPOU3BeAEHHbIX NpenapaTtoB ¢ MHH nupdennaoH, B Tom yucne npenapat MNAPOACTIEK®
(kancynbl 267 mr). UIx 3cddekTMBHOCTb 1 6e30nacHOCTb BbiIM MPOAEMOHCTPUPOBAHbLI KakK B PAaHLOMM3MPOBAHHbIX KIMHUYECKMX
MCCNefoBaHMsX, Tak M B MCCNEA0BAHUSAX PeaNibHOM KIMHUYeCKOW NpakTUKK. Pernctpbl nauneHTos ¢ MJ1®, Beaywmnecs BO MHOTMX
ctpaHax ¢ 2010 r., npenocTaBAStoT LONOAHUTENbHYIO MHPOPMALMIO B OTHOLWWEHWM NPOrpeccnpoBaHms 3abonesaHms, 3OPeKTUBHO-
CTV TEPANUM, YaCTOTbl PA3BUTUS HEXENATENbHBIX SBIEHUIA. XOTS OHU UMEIOT Pa3HbIi MEXaHU3M AeUCTBUS U Npodunb 6esonacHo-
€T, X 3OHEKTUBHOCTb B 3aMeasieHnn CHKeHns OXEJT n CHUXeHMU prucka CMepTHOCTU C TeYEHMEM BPEMEHU aHANOrM4YHa. Tem
He MeHee UJ1® no-npexHeMy XxapakTepu3yeTcs NpOorpeccupyoLLei OabIWKOW U NAOXMM NMPOrHO30M, MOCKOJbKY JIeHEHNE MOXET
TOMbKO 3afepxaTtb nporpeccupoBaHune NJ1M 1 He MOXET OCTaHOBWTb MK 0OPaTUTL BCNATbL NOBpexaeHue. XoTa B HacTosLee
BPEMS MPOAOMHKAIOTCS KIMHUYECKME UCMBITAHWS HOBbIX IEKApPCTBEHHbIX CPeAcTs Ans neveHns UM, Hukakne apyrvue npenapartbl
B Poccuiickort ®enepaunm noka He 6o 0406peEHDI.

KnioueBble cnoBa: navonaTMyeckmin neroyHblin Gubpos, nporpeccupytolnii Gubpos nerkux, aHTububpotTnyeckas Tepanus, nup-
deHnAoH, 6e30nacHoCTb
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KoHpnunkT MHTEepecoB: aBTOpbl 3a5BNAOT 06 OTCYTCTBUMM KOHMIMKTA MHTEPECOB.
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Abstract

Idiopathic pulmonary fibrosis (IPF) is a chronic progressive fibrotic interstitial lung disease of unknown cause. IPF is charac-
terized by excessive production and deposition of extracellular matrix components, which lead to irreversible violations of the
architectonics of lung tissue and loss of function. Without treatment, the average survival rate of patients after diagnosis does
not exceed 3-5 years. However, published observations report improved survival over the past decade, due to the advent
of antifibrotic drugs and earlier diagnosis. The benefits of antifibrotic therapy include a slower rate of reduction in forced lung
capacity (FVC) and a reduction in mortality. Pirfenidone and nantedanib are the only currently approved antifibrotic drugs for
the treatment of IPF. Several generic drugs with the INN pirfenidone are registered on the Russian market, including the drug
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PIRFASPEC® (267 mg capsules). Their efficacy and safety have been demonstrated both in randomized clinical trials and in real
clinical practice studies. IPF patient registries, which have been maintained in many countries since 2010, provide addition-
al information regarding the progression of the disease, the effectiveness of therapy, and the frequency of adverse events.
Although they have a different mechanism of action and safety profile, their effectiveness in slowing the decline of FVC and
reducing the risk of mortality over time is similar. However, IPF is still characterized by progressive shortness of breath and poor
prognosis, as treatment can only delay the progression of IPF and cannot stop or reverse the damage. Although clinical trials
of new drugs for the treatment of IPF are currently underway, no other drugs have yet been approved in the Russian Federation.
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BBEOEHUE

Naononatuuecknin neroyHbit Gubpos (MJ1M) - xpoHuye-
ckoe Gubpo3unpytolLee MHTePCTULMANbHOE 3aboneBaHue ner-
KMX, aCCOLMMPOBAHHOE C PEHTIEHOMOMMYECKUM U TUCTONOTU-
YECKMM MaTTEPHOM 0BbIYHOM UHTEPCTULMANBHON MHEBMOHUM
(OUM), xapakTepu3yroLeecs NpoOrpeccupyrownMM yxyaweHn-
eM QYHKUMK Nerknx u nnoxum nporHosom [1]. Cpeanss me-
[IMaHa BbIXXMBAEMOCTU DOMbHbIX COCTaBNseT 3-5 neT ¢ Mo-
MeHTa YCTaHOBNEeHMS AnarHosa [2, 3]. Mo paHHbim S.C. Schafer
et al, 8 CLLUA B nonyngumu ctapwe 65 net UJ1® onpenenset-
cs B 494 cnyyasx Ha 100 000 yenosek, 4To BABOE MpEBbIWA-
eT nokasaTtenb, Habnaaswuiica 10 net Hazag [4]. CornacHo
[laHHbIM poccuitcKoro pernctpa naunentos ¢ U@, pacnpo-
CTpaHeHHocTb WUJ1® Ha TeppuTopun Poccuiicko Mepepaumm,
coctasnseT 8-12 Ha 100 000 Hacenenms [5]. B ocHoBe nato-
reHesa 3ab0NneBaHMs NEXUT Ype3MEPHOE OTNIOKEHWE U PEMO-
[leNIMpoBaHMe BHEKNETOYHOIO MAaTPMKCa, YTo, KaK npesnona-
raetcs, IBNSeTCs pe3ynsTaToM NOBTOPSIOLLMXCS NOBPEXAEHMIA
3NUTENUa U Nocnenylowero abeppaHTHOro 3aXKMWBAEHUS paH
(puc. 1) [6]. NosBneHme aHTUUOPOTMHECKMX NPENapaToB, 3a-
MeLNgILWMX NporpeccnpoBaHme 3aboneBaHnsa U ynydllao-
LLMX BbXKMBAEMOCTb, CTa/I0 MOBOPOTHbIM MOMEHTOM B JIeYEHUM
NN® [1,7]. B HacTosWee BpeMs HUHTELAHWO M NUPOEHUOOH —
€AMHCTBEHHbIE ABa aHTU(HMOPOTHKA, 040OpeHHbIe Ang Nneye-
Hus naumenTos ¢ U@ [1, 7], B Tom uncne npenapat MUPOA-
CMNEK® (MHH nupderHnoH, kancynbl 267 Mr, N(pPOU3BOLCTBO
000 «Acnektyc dapma», Poccus). MupdeHnaoH 6bin 0ao-
bpeH ong neyenms 1O EBponeickMM MeaMLUMHCKMM areHT-
ctBoMm (EMA) B 2011 r. [8]; B 2014 r. - YnpaBneHneM No KOH-
TPO/O KayecTBa MULLEBLIX MPOAYKTOB U NEKAPCTBEHHbIX
cpeacts (FDA) [9]. YyTb no3xe 6bin 0806peH H1HTeaaHWb: FDA
B8 2014 r, EMA - B 2015 r. [10]. B Poccun nupdeHnaoH snep-
Bble 6bin 3apernctpuposaH B 2017 . [11].

AHTUONBPOTUYECKASA TEPAMUA

MMpdeHNAOH, IBNSSCb NPOM3BOLHBIM NMUPUAMHA, CHUXKA-
eT BblpaboTKy TpaHchopmupytowero Gaktopa pocra 6eta-1
(TGF-6eT1a-1), koTOpBbINA ABASETCS NPOPUOPOTUYECKMM U MPO-
BOCMaNWUTENbHBIM LIUTOKMHOM, YHaCTBYIOLLMM B NaToreHese
NN®. Uurnbupys TGF-6eTta-1, oH Takxke uHrMbupyeT npe-
BpalleHne GnubpobnacToB B nerknx Yenoseka B MMobubpo-
6nacTbl, TakMmM 06pa3oM NpenoTBpallas CMHTE3 KosnareHa
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M BbIpabOTKy BHekneToyHoro matpukca [8, 9]. Kpome Toro,
nupdeHnaoH obnagaet NoTeHUMANbHbIM NPOTEKTUBHBIM 3(-
(bEeKTOM Ha COCYAMCTYIO CeTb 3a CHYeT MHTMBUPOBaHMS aKTUB-
Hoctn Rho-kuHasbl [10]. MNpennonaraetcs, 4to NnupbeHnaoH
BO34EMCTBYET Ha SHAOTENMIM COCYA0B ABYXDa3HbIM 06pa3oM:
CTUMY/IMPYS QHTUOTEHE3 NPU HU3KMX KOHLLEHTPALMAX U UHMU-
6Vpys HEOaHrMoreHe3 Mpu BbICOKMX KOHLEHTpaLMsX. Boico-
Kune KOHUEeHTpauum nupdeHnaoHa 3HauUTeNbHO MHIMBKpPYIOT
3KCNPECCUIO KMKYEBbIX LUTOKMHOB, MAaTPUKCHBIX MEeTanno-
npotenHas (MMP) MMP-2 n MMP-9 [11].

MnpdeHnaoH NpoaeMOHCTPUMPOBan aHTUOUOPOTUYECKUI
3bdekT Kak B UCCNenoBaHUAX in vitro, Tak v in vivo [12, 13].
Heckonbko MccnenoBaHuin Ha NabopaTopHbIX XKMBOTHbIX, NPO-
BEAEHHbIX B MOC/IeAHWE rofbl, NOATBEPAMAN aHTUhUOpOTHYe-
cKoe pgeicTeme NpdeHnaoHa B OTHOWEHUM GUBpo3a nerkux,
nouek, neveHu u cepaua [13, 14]. Tak, B uccnenosanum X. Song
et al. 6bina OTMeYeHa 3HAUMTENbHO MEHbLLAS BbIPAXXEHHOCTb
Nero4yHoro Gubposa, MHAYLMPOBAHHOIO H1EOMULMHOM, Ha 7-€,
14-e n 28-e cyT. B rpynne KpbiC, NOAYYaBLUMX NUPOEHNOOH

® PucyHok 1. TlaToreHes namMonaTMyeckoro fieroyHoro ¢pmbposa
@ Figure 1. Pathogenesis of idiopathic pulmonary fibrosis
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1 BNEOMULMH, NO CPABHEHMIO C TPYMMNOM, NONyYaBLUei TONbKO
6neomuumH [14]. B uccnenosanusx in vitro nupdeHnooH yrye-
Tan nponndepauno Gubpobnactos u cHmkan TGF-B-uHayLmM-
poBaHHble ypoBHM MPHK 1 6enka o-rnagKkoMbIWeYHOro akTu-
Ha v npokonnareHa (Col)-1. Takxke nupdeHnLoH MHIMbuposan
TGF-B-nHoyumnpoBaHHoe dochopunnposaHmne Smad3, p38
n Akt, kntoueBbix GakTtopoB nytn TGF-B. B coBOKYNHOCTM 3TK
pe3ynbTaThl AEMOHCTPUPYHOT, YTO NUPAEHUIOH YrHETAET Npo-
nmdepaumio n TGF-B-onocpenoBaHHyo anddepeHLMpoBKyY
dunbpobnacto B MMohnbpobnactel nytemM ocnabnexuns Kito-
yeBblX TGF-B-MHAYLMPOBAHHBIX CUrHANbHbLIX NyTen [13].
OCHOBHbBIMU PaHAOMMU3UPOBAHHBIMU KIUHUYECKUMU UC-
cnepoBanuamu (PKM) no oueHke sddekTnBHoCcTM 1 6esonac-
HOCTW NpuMeHeHus nupdeHnaoHa y naumeHtoB ¢ UJ1® gB-
narotes uccneposaHng ASCEND (NCT01366209) n CAPACITY
(NCT00287716; NCT00287729) [15, 16]. Mo pe3ynbTataM
3TUX UCCNER0BAHUI OJIUTENbHbIA NpueM nupbeHnaoHa npm-
BOAMN K [OCTOBEPHOMY yMeHbLIEHUO CHMxeHus OXEJ
(p = 0,001). B uccnegosanmm ASCEND Ha 52-1 Hep. gons na-
LmeHTOoB, y KoTopbix %MXEJT cHusmncs Ha 210% mnnm koTopeble
ymepnu, 6bina cHmxkeHa Ha 47,9% B rpynne nupdeHnaoHa
no CpaBHeHMIO € rpynnov nnauebo — 46 naumeHToB (16,5%)
npotvs 88 naunenToB (31,8%) (puc. 2). B PKN CAPACITY cpea-
Hee nameHenne OXEJT Ha 72-¥ Hep, coctauno -8,0% B rpyn-
ne nupdpeHnaoHa B fose 2403 mr/cyt u -12,4% B rpynne
nnaue6o (pasHuua 4,4%,95% N ot 0,7 no 9,1) [16]. 3Haum-
TeNbHbIM 3PDEKT NeyeHns Hbln OTMEYEH HauMHas ¢ 24-i Hep,
W onpeaensncs fanee Ha NpoOTSHKEHMM BCEX MepUOA0B UC-
cnenoBanums (p = 0,0007). B rpynnax, nony4aBwmx nupheHn-
[L0H, 6bIN0 33aperncTprpoBaHO MEHbLLE CMEepPTENbHbIX MCXO-
[0B 33 NeEpUOA, UCCnenoBaHus kak B uenom (19 (6%) npotms
29 (8%)), Tak 1 cBsizaHHbIX ¢ UJTD (12 (3%) npotue 25 (7%)),
4eM B rpynnax, nonyyaswmx nnauebo [16].
AnoctepuopHbIv aHanu3 gaHHbix 6 PKW nokasan, 4yto
CMEepTHOCTb OT BCEX MPUYMH U CpefHerofoBas CKOPOCTb
cHukeHns MXEJT k 52-i1 Hen. HbINM 3HAUUTENBHO HUXE
npy NPUMEHEHUU NMMPHEHUAOHA NO CPAaBHEHMIO C Nnaue-
60 Kak cpeaun 6onbHbIX MM ¢ 6onee BbipaKeHHbIMU Hapy-
weHuaMmn dyHKuMKM nerkmx (%BOXEN<50% n/unu %anddy-
3uHHOM cnocobHoctu nerkmx (DLco) <35%) (p = 0,0035), Tak

® PucyHok 2. CHuxeHne OXEJ 2 10% nnun cMepTenbHbIM UCXo4,
B TeYeHue 52-HenenbHOro nepuona UCCienoBaHus

® Figure 2. Decline in forced vital capacity (FVC) 210% or death
during the 52-week study period
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n € MeHee BblpaxeHHbIMKU (% OXE/T 2 50% n %DLco=35%)
(p = 0,0001) [17]. Mpodunb BezonacHoCTM NMPHEHMAOHA
B L,enIoM 6bl1 04MHAKOBbIM Y NAaLUMEHTOB HE3ABMCMMO OT CTa-
Lnn 3aboneBaHus, 33 UCKIKOYEHUEM HEXENaTeNbHbIX aBNe-
HuiA (HA), cBSI3aHHbIX C Honee BbICOKOW TSHKECTb0 OCHOBHO-
ro 3abonesaHus, KOTopble Yalle HabnLanucb y NaLMeHToB
C BblpaxeHHon UJ1®.

OueHka 6e30nacHOCTM NpUMeHeHus NpdeHnaoHa bbina
npoBeneHa B nccnenosannax RECAP n PASSPORT [18, 19].
RECAP - oTkpblToe pacliMpeHHOe MCCaenoBaHUe, BKIO-
YyaBllee nauueHToB, 3aBepwmBwmx ydyactme B ASCEND wnnu
CAPACITY (n=1058), B x0fe KOTOPOr0 OHX MOMNM NPOAOI-
XUTb MW HayaTb Npuem nupdeHnaoHa (< 2403 mr/peHs) [18].
PASSPORT npeactaBnsno coboi MHOroueHTpoBOe Mpo-
CnekTMBHOEe uccnefoBaHue ¢ yvyactnem 1009 maumen-
ToB (99,7% c WD), 33 KOoTOpbIMKM Habnoaanu B TeyeHue
2 neT nocne Hayana neyeHuns nupdbernmaoHom [19]. B ue-
nom y 73,4% nauneHToB Habnoganucb noboyHble 3dhdekTbl,
CBSA3aHHbIE C NUPPEHMAOHOM, Yalle Bcero TolwHoTa (20,6%)
M NoBbIWeEHHAs yTomagemocTb (18,5%). Peakumsa cBeTouys-
CTBUTENbHOCTM Habnpanace y 5,8% naumeHTos. HA, npu-
BeflIMe K OTMeHe nupdeHnaoHa, npomsownu y 28,7% na-
LUMeHTOB B cpenHeM Yepes 99,5 aHs. Cepbe3Hble HapyLweHus
dyHKumu nevyenn (AJIT/ACT 6onee yem B 3 pasa npesbiWaeT
BEPXHIOI0 rPaHMLY HOPMbI /WK NOBbILLEHHbIA YPOBEHb 6U-
nupybuHa 6onee YeM B 2 pa3a NpeBbILAET BEPXHHOK FPaHM-
Ly HOpMbI) Habnpanuce y 3,7% naumeHToB, MPUHMMABLLMX
nMpheHNOH, B 06beMHEHHOM aHaNM3e BCEX MCCNeO0BaHMM.
ITU OTKNOHEHMS, Kak NpaBwio, Habntaanuch B TeUeHue nep-
BbIX 6 Mec. neveHus [19, 20].

CornacHo pesynbtatam PKW okono 20-30% nauunen-
ToB ¢ MJI® HaBceraa npekpallaoT fevyeHne aHTMdnbpoTu-
KaMu u3-3a HA, Taknx Kak amapes unum GOTOYYBCTBUTENb-
HocTb [6, 15, 20]. B 06beiMHEHHOM aHanu3e UCCnenoBaHUiA
I dasbl ASCEND mn CAPACITY y 60% naumeHTOB Npom3o-
W0 BPEMEHHOE CHUXEeHWe A03bl, a Y 39% — BpeMeHHoe
npekpalieHue npuema npenapata [17]. B Bo3HWKHOBEHUM
XENnyaouHO-KMweyHblx HS nupdernaoHa MoryT 6biTh 3a8ei-
CTBOBaHbI pa3nunyHble GaKTOpbI, CBA3aHHbIE C MULLEBAPEHUEM
M BCACbIBaHMEM, TakMe Kak BpeMS npuema nuLim 1 Nekapcrs,
BO3pacT NauMeHTa u ractpossodareanbHbiit pedntokc [21].
Mooxoabl K NpodMNaKTUKE U NEYEHMIO NOTEHLMANbHbIX HS,
CBS3aHHbIX C NMpdEHMUIOHOM, Yy nauneHToB ¢ MO Bknto-
4aloT rpaduK NOCTENEHHOrO MOBbIWEHUS 003bl, KOPPEK-
LMo 003bl NMpdEeHNLoHa B 3aBUCMMOCTM OT BeCa NaumeH-
Ta v npueM nMpdeHnaoHa Bo Bpems eapl [21]. Bce naumneHTsl
LOMKHbI 6bITb NPOUHGOPMUPOBAHLI O HEOBXOAUMOCTU U3-
6eraTb BO3EMCTBMS NPSMbIX CONHEYHbIX ly4ei n Mepax 3a-
WMTbl OT conHua. Kpome Toro, nepen HazHaveHneM aHTUDHU-
6pOoTUYECKUX CPEACTB CledyeT YyuYnTbiBaTb IeKapCTBEHHOE
B3ammogencraune. Nockonbky nupdeHnaoH metabonmsnpy-
etca CYP1A2, Heobxoammo mn3beraTb MAM KOPPEKTUPOBATb
[103Yy TaKMX NEKapCTB, Kak LMnpodnokcaumH u GayBOKCaMUH,
W TLWATEIbHO MOHUTOPMPOBATbL pa3BuTue HAl.

CornacHo paHHbIM uccneposaHus NCT03420235 cpea-
HWI 06wWwwmii Bann yooBNETBOPEHHOCTH NleYeHneM nupdeHu-
[LOHOM COrNAcHO ONPOCHMKY «OnNbIT NALMEHTOB U YAOBNETBO-
peHHOCTb neveHnem» (Patient Experiences and Satisfaction
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with Medications - PESaM) yepes 6 mec. Tepanuu coctaBun
2,1 (no wkane oT -5 (04eHb HeyLOBNETBOPEH) A0 +5 (0YeHb
[LOBOJIEH), NpW 3TOM BoCnpUHMMaeMas 3G eKTUBHOCTb fe-
KapcTBa Oblna OLeHeHa Kak 3HauuTenbHo bonee BaxHas, Yem
nobouHble addekTsl (p=0,001) [22].

C 2011-2012 rr. co3paetcs psg, peructpos MM ang mo-
HWTOPUHIa TeyeHus 3ab0neBaHUS B peasbHbIX NOMyAALUAX
naumeHToB [23-27]. B otnnune ot PKWM ¢, kak npasuno, oo-
CTaTOYHO XECTKUMU KPUTEPUAMMU BKIOUYEHUS/UCKTHOHYEHNS
MaLMEeHTOB, PErUCTPbI HE UCKNIOYAKOT MAaLMEHTOB HA OCHO-
BaHWUM TSKeCTW 3ab0NeBaHUs, HANUUMG COMYTCTBYHOLLMX 3a-
60oneBaHUt UM NpUMEHSIEMbIX N€KAPCTB, U AENAIOT UX AaH-
Hble 6onee penpe3eHTaTUBHbIMU AN KMHUYECKON NPAKTUKN.
Pernctp PROOF 6bin 3anyweH B oktabpe 2013 r. 8 benbruu
n Jliokcembypre [28]. M3 277 naumeHTOB, BKIOYEHHBIX B pe-
rmctp PROOF, 233 (84,1%) nonyyanu nupdeHnnoH. B teuenne
12 mec. HabnoaeHUs QYHKLMS Nerknx 0CTaBanacb OTHOCHU-
TenbHO CTabunbHOM y nauneHTos ¢ UI1®, nonyyaslwumx nupde-
HUAOH (puc. 3). MeHee yeM y TpeTU NaLUMeEHTOB HabNOAANOCh
abcontotTHoe cHuxkeHne Ha 210% B NpoLeHTax NporHo3mpye-
Mo OXEJT nunm 215% B npoueHTax nporHosupyemoro DLco
yepes 24 mec. Tonbko 4,3% NauMEHTOB OKOHYATENbHO Mpe-
Kpatmnau npuem nupdennaoHa ns-3a HA, yto noareepxaaeTt
BO3MOXHOCTb MX 3ddekTnBHOM Koppekumn. Cpeam 233 naum-
€HTOB, MPUHUMaBLIMX NUpdeHnaoH, y 31,8% nauneHToB 66110
OTMEYEHO BpeMeHHOe CHMXKeHue fo3bl,ay 12,9% - BpemeH-
HOe MpeKpalleHue nevyeHus, npuyemM Hanbosee 4acTo U3BeCT-
HOWM NPUYMHOM B KAXXA0M Cyyae 6bi1o passutue HA.

B Poccuiickoint ®enepaumm B 2016 1. 6bin BHeLpeH HALMO-
HanbHbIM pernctp naumeHToB ¢ UJI® no nHuumatmnee Poccmi-
cKoro pecnupaTtopHoro obuwectsa [29]. AHanu3 nepeoro roaa
paboTbl perncrTpa nokasasn, Yto aHTMPUOpoTUYeCKyto Tepa-
nuio noayyYanu amtb 9,5% 6onbHbix ¢ U@ (n = 90), npu 3TOM
68% 13 HUX NonyYanu HUHTeRAHKUOB, 32% — NupdeHnaoH. 3a
nepuop paboTbl perncrpa aons naumeHtoB ¢ U1® Ha aHTU-
dnbpoTuueckon Tepanum yBennumnnacs Ha 5,4 n 6,2% coot-
BETCTBEHHO, OAHAKO aHanm3 3GdOeKTMBHOCTM aHTUOUOBpO-
TUYECKOM Tepanuu He NPOBOAMACS M3-33 HEAOCTATOYHOIO
4MCIa NauneHToB.

B uccnenoBaHuax PKI 6bino BbiSBNEHO BAMSHME nupde-
HWAOHA Ha KayeCTBO XM3HM naumeHToB ¢ MJ1® [30]. OaunH
rof aHTUOUBPOTUYECKOW TepanuM NMpUBEN K yNy4LleHUIo Ka-
4yecTBa XM3HW B COOTBETCTBMM C ONpoCcHUKOM SF-36. bonee

70% naumeHToB nocne 1 roga aHTMGUOBpPOTUYECKOTO Neve-
HWS CooBWMAN 06 OTCYTCTBUM YXYLLUEHMS KAYeCTBa KM3HU
no wkane SGRQ (Saint George’s Respiratory Questionnaire —
onpocHuk rocnutang Cestoro leoprug), B TO BpeMs Kak
28% naumeHToB coobLmnmn 06 ynyyweHmn obLiero nokasa-
Tens SGRQ. Hanbonblee ynydweHune 6bino oTMeYeHo B 06-
Nnactv Guanyeckon aktmBHocTH (40% naumeHToB).

B nutepatype akTMBHO 06CYyXAatOTCS MapKepbl, KOTO-
pble nMo3Bonuan Bbl Npeackasatb 3GMOEKTUBHOCTb aHTUDU-
6poTnyeckon Tepanuu. Tak, pETPOCNEKTUBHBIN aHaNM3 CHUM-
koB KT 65 naumentos ¢ UI®, nonyyarowmx nMpOeHnUaoH,
nokasan, 4to cpegu NaLMeHTOB C NATTEPHOM BO3MOXHOM
00bIYHOM MHTEpPCTMUMANbHON nHeBMoHMK (OUM) yawe Ha-
6/1104a€eTCS XOPOLMIA OTBET HA Tepanuio B BMAE 3amenne-
HUS cHmxkeHnsa DLco yepe3 6 1 12 Mec. OT Hayana Tepanuu
no cpasBHeHuto ¢ nauneHtamm ¢ OUM [31]. B nccnegosanunm
M. Bocchino, D. Bruzzese et al. 66110 nokasaHo, 4to nupdeHu-
[LOH aCCOLMMPOBAH C NyYLLIei BbPKMBAEMOCTbIO Y NALMEHTOB
Ha 6onee no3aHux cragusax MO (GAP-3 unu TORVAN IV) no
CPaBHEHUIO C HUHTEAAHWMOOM [32]. AKTMBHO M3y4aeTcs BauMS-
HMe reHeTUYeCKMX NoMMMopdU3MoB Ha 3QDEKTUBHOCTb aH-
TMdnbpoTHnyeckon Tepanum y naunentos ¢ U@ [33]. Tak,
B uccneposaHuu A. Kubbara, W.H. Amundson 6bina BbisiBieHa
B3amMMOCBA3b Mexay annenamu TOLLIP rs5743890 CC u (T,
a Takke TGF-B1 rs 1800470 n yBennyeHneM BbKMBAEMOCTH
npu neveHnn nupdeHnaoHom [34].

bbin nposeneH psa nccnegoBaHMM, NOCBALWEHHBIX OLLEH-
ke 3dpdekTMBHOCTU M 6€30NaCHOCTU OAHOBPEMEHHOIO MUC-
nonb3oBaHWsa NMpdeHUAoHA U HUHTedaHMba. bblno Bbickasa-
HO MpeanoNoXeHne, YTO KOMOMHMPOBAHHAs Tepanus MOXeT
npuBecTn K 6onbluemy 3G deKTy, NOCKONbKY Npenapatsbl UMe-
0T pa3fiMyHble MexaHu3Mbl AeilcTBus. Heckonbko mccneno-
BaHWI NPOLEMOHCTPMPOBaNuU npuemnemyio 6e3onacHocTb
M nepeHoCcMMOCTb NofgobHOM Tepanuu (xoTa M c bonee va-
CTbIM BO3HMKHOBEHMEM Hf B BMAE TOWHOTHI M PBOTHI), O4-
Hako 3P HEKTUBHOCTb KOMBMHUMPOBAHHOM aHTUdKNBpoTUYE-
CKOM Tepanuwu gokasaHa He 6bina [35-37]. HA Habnopanuce
y71,1-98,9 1 26-35,3% naumeHTOB BbIHYXAEHbI ObIAU Npe-
pBaTb neyeHue no npuunHe HA [35-37].

B HacTosiwee BpeMs nupdeHnaoH He ogobpeH ans npu-
MeHeHua npu 3aboneBaHUAX, CONPOBOXAAKLLMXCA NPO-
rpeccupyiolmM NerovHsiM dubposom, nommmo UID [38].
B PKWN a3kl 2, B KOTOPOM NpuHAAK yyacTme 253 naumeHTa

@ PucyHok 3. Vi3ameHeHns MXEJ] n Dlco B TeueHune 12 mecsaueB npuMeHeHust nupdeHnaoHa
® Figure 3. Changes in FVC and diffusing capacity of the lung for carbon monoxide (DLco) during pirfenidone use for 12 months
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€ nporpeccupyowmnm drubposmpyolmm Heknaccubuumpye-
MbIM M3J1, nepBMYHbIM NokasaTenem 3pPeKTMBHOCTU Bbino
cpenHee 3HavyeHue maMeHeHns MXEJ1 no cpaBHEHMIO C MC-
XOAHbIM YPOBHEM B TeyeHue 24 Hep. B To Bpems kak nupde-
HWLOH, NO-BUAMMOMY, NPOAEMOHCTPUPOBAN 3PPEKTUBHOCTD
npu cHuxkernmnn OXEJ Ha 87,7 mn B rpynne neyeHus no cpas-
HeHwuto co 157,1 mn B rpynne nnaue6o, NonyyYeHHble AaHHbIE
noKasanu YpesMepHy BHYTPUMHAMBKUAYAbHYIO Bapuabensb-
HOCTb, @ TaKXKe GU3NONOrUYECKM COMHUTENbHbIE PE3YbLTaThl.
Takum 06pa3om, 3apaHee onpefeneHHble CTaTUCTUYeckme
MOZENM He MoK BbITb MCNONB30BaHbI 41N aHaM3a NepBnY-
HOM KOHEYHOMN TOYKM.

PKW RELIEF, uccnepoBaHue dasbl 2b, BKIOYaBLWEE Na-
LMEHTOB C NPOrpeccuUpyoLLmM nerovHsiM Gubposom (MN1d),
BbI3BAHHbBIM ayTOMMMYHHbIM 3a6071€BaHMEM, TMNEPCEHCUTHB-
HbIM MHEBMOHUTOM, acHeCTO30M UK Hecneuuduieckon UH-
TepcTuumManbHoM NHeBMoHuMel [39]. 3To uccnenosaHue 6610
npexheBpeMeHHO NpekpaleHo Nocie Toro, Kak TOAbKO
127 naumeHToB 6bIIM PAHAOMM3MPOBAHBI MU3-33 MEAJIEHHO-
ro Habopa. XoTs 310 uccnefoBaHMe nokasano bonee meaneH-
Hoe cHmxeHne MXEJ], nporHo3upyemoe B rpynne neyeHus
no cpaBHeHuto ¢ nnauebo (-36,6 mn npotus -114,4 mn; pas-
HUWLUa B nevyeHmn coctasmna 80 mn, 95% M ot -40,0 no 210,0,
p = 0,21) [38]. Taknum 0b6pa3om, HeobxoamnMa AanbHewnLas
oueHka 3pdeKkTMBHOCTU NUpdeHngoHa y nauneHTos ¢ MNJ10.

01.05.2023 B cooTBeTCTBMM C pacnopskeHnem Komute-
Ta no 3apaBooxpaHenuto ot 01.02.2023 N243-p «O MowHo-
CTU KoeyHoro ¢oHaa n npodune koek CaHkT-NeTepbyprckoro
rocyAapCTBEHHOrO BHOLKETHOTO YUYpexaeHUs 34paBoOXpaHe-
Hus “Topoackas MHoronpodunbHas 6onbHuua N22” ¢ uenbio
ONTUMM3ALUN MEAULMHCKOW AeSTeNbHOCTU MeAULMHCKUX
CTPYKTYPHbIX NOLPA3AENEHMIA» OPraHM30BaH JKCMEPTHbINA
LeHTp no npodunto «ynbMoHonorms». C y4eToM cerogHsL-
HUX noTtpebHocTel 3apaBooxpaHeHns CaHkT-leTepbypra
onpefeneHbl NPUOPUTETHbIE HANpaBieHUs LesTeNbHOCTH
JKCNepTHOro ueHTpa no npodunio «fyneMoHonorus». Oa-
HUMU U3 HUX GBNSIOTCS MHTepCTULManbHble 3ab0neBaHms
Nerkux, CONpoBOXAAOLLMECH NPOrPECCUMPYIOMM NEFOYHbIM
$nbpo3om, Tpebytolwme nposeneHUs aHTUGUOpOTMYECKOH

Tepanuu. ChopMMpOBaH perncTp 3TMX NauMeHTOB, KOTOPbIN
npeanonaraeT ux AMHaMMYeckoe HabnaeHMe, OLEHKY pas-
BUTUS HEXeNaTeNlbHbIX SBNEHUI, uccnenoBaHue buomap-
KepoB NMpOrpeccMpoBaHus 3aboneBaHUs M OTBETA HA AHTU-
dunbpoTuueckyto Tepanuio. B HacTosilee BpemMs B perncrp
BK/IOYEHO 72 nauMeHTa C MOMONATUYECKMM NEFOYHbIM DU-
6p0o30M, NoAyYaLWMX aHTUPUOPOTUYECKYD Tepanuio, 13
HMx 11 naumeHToB, NonyyYaroLwmx nupdeHUaoH (B TOM Yucne
MUP®ACMEK®, Poccus). CpenHss NpoAOIKUTENBHOCTb NPU-
MeHeHus nupdeHuaoHa coctasnsieT 2,5 £ 0,82 r. Y 8 naum-
eHToB HSl oTCYTCTBYIOT, Y 3 NALMEHTOB MMEET MEeCTO TOLIHO-
Ta, AMapes yMepPEHHOM CTENEHU THKECTH, KOPPEKTUPYHOLLMECS
IMETUYECKMMU PEKOMEHIALMAMMU, He Tpebylolme peayKumm
[103bl NpenapaTa. [lBa nauneHTa bbinv nepeBeneHbl Ha Nup-
beHnaoH B CBS3KM C HS, pa3BMBLIMMUCS Ha POHE MUCMONb30-
BaHMA HUHTEAAHWOA.

3AKNKOYEHUE

B HacToswee Bpems nMpdeEHUOOH ABASETCS O4HWUM U3
[BYX aHTUOUOPOTUYECKMX NpenapaToB, 04006PEHHbIX U pe-
KOMEHAYEeMbIX MEeXAYHAaPOLHbIMU M OTEYECTBEHHBIMU KNU-
HUYECKMMKU pekoMeHaaumnamm ans nevenuns UJ1®. MHoro-
YnucneHHble nccnenosanus, kak PKW, Tak n nccneposaHuns
peanbHOM KAUHUYECKOW NMPaKTUKKU, NMPOAEMOHCTPUPOBA-
W NoTeHUMan nMpdeHnaoHa B yayyleHUMn NporHosa y na-
uMeHToB, cTpagatowmx UII®. Mpenapat addekTMBeH B 3a-
MeAsIeHUM NPOrpeccMpoBaHus 3a60NeBaHMsa U CHUXKEHUS
CMepTHOCTU. B BonbwmHcTBE CnydyaeB NUpHEHUAOH nepe-
HOCUTCS YOOBNETBOPUTENBHO, @ HeXenaTenbHble 3ddek-
Tbl HE MMEIT HeBNAroNpUATHbBIX OTAANEHHbIX NOCAEACTBUA
M MOTYT HMBENMPOBATLCS NPU KOppeKLMM A03bl. ONbIT DKC-
nepTHOro ueHTpa no npodunto «MynbmMoHonorus» Creé rey3
«MIB N22» He npoTuBopeynT pesynbratam PKW u PKI1 ot-
HOCUTENbHO 3PHEKTUBHOCTU M 6E30MacCHOCTU NPUMEHEHUS
nupdeHnaoHa. Qg
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