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AHHOTauusA

Vipnonatuyecknii neroyHbin $prbpo3 ABnsaeTcs 0coboi GopMoii XPOHNYECKOI NMporpeccrpyoLen Gpropo3npytoLen MHTEPCTULMANbHON MHEBMOHNM
Hen3BeCTHOW 3Tuonormu. B TeueHre nocnegHero fecATUNETUA JOCTUTHYT 3HAUNTENbHBIN NPOrpecc B pa3paboTke 1 NPUMEHeHUN ANarHOCTUYECKOro
anroputma Ans nayMeHToB C UANONATUYECKUM NIEroYHbIM GUbPO30M, NpeanonaraoLwnii aHanms KNMHUYECKMX, TabopaTOPHBIX Y UHCTPYMEHTANbHBIX
[laHHbIX, NPeX e BCero pesynbTaToB BbICOKOpa3peLlaloLeil KOMMbITEPHON ToMorpadun opraHoB rpyaHoON KneTku. PaHHee HasHaueHne aHTUdU-
6pO3HOI Tepanuy NO3BONAET OKa3aTb BMAHME Ha TeueHWe 3aboneBaHusA, 3aMeJIUTb MPOrpeccrpoBaHme NaToNorMYeCcKoro nNpoLecca 1 ynyywnTb
MPOrHo3.
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CASE REPORT

Idiopathic pulmonary fibrosis: a clinical case of long-term follow-up
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Abstract

Idiopathic pulmonary fibrosis is a specific form of chronic progressive fibrotic interstitial pneumonia of unknown etiology. Over the past decade,
significant progress has been made in developing and utilizing a diagnostic algorithm for patients with idiopathic pulmonary fibrosis, involving
analysis of clinical, laboratory, and instrumental data, primarily the results of high-resolution chest computed tomography. Early antifibrotic therapy

can alter the disease course, slow its progression, and improve the prognosis.
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AvonaTnyeckuii meroynsii ¢pubpos (VIJIP) - ocobast dpop-

Ma XPOHMYeCKOIl Iporpeccupymoueit ¢pubposupyroeit
MHTepCTUNIMANBHOM ITHEBMOHMM HEM3BECTHOV 3TUONOTUH,
KOTOpasi BO3HUKAaeT IPEMMYILIeCTBEHHO Yy JIIOfiell CTapIIero
BO3PACTa, IIOPaXKaeT TOJIbKO JIETKME U CBsA3aHA C IMCTOJIOTH-
9YeCKVMM U/MMU KOMIIBIOTEPHO-TOMOTpadUyYecKUM NMaTTePHOM
00bI4HOI MHTepCTULMaIbHOI THeBMoHuK (OII) [1, 2]. VIJI®
IpuBJIeKaeT 0cob0e BHUMAaHIE MCCIefOBaTeNell BCEro Mupa B
CBA3M C IPOTPECCUPYIOLINM TeYeHMeM, OBICTPO IIPUBOAAIINM
K MHBaIMAM3AUVM U JleTalbHOMY ucxopy. MJI® ortHOCHTCA
K KaTeropmy pefKux 3abosieBaHMil, OFHAKO, 10 JaHHBIM pas-
JIVMYHBIX SMYJIeMUOTOIMYEeCKUX VICCTIEIOBAHMI ITOCTIEIHNUX JIET,

mona VIJI® cocraprseT okono 2/3 B CTPYKType BCeX MAMONATH-
YeCKMX MHTePCTUIMAIbHBIX THEBMOHMIL [3].

ITo nuunmaruse Poccuiickoro pecrmparopHoOro ob1iecTsa B
2016 r. B Poccuiickoit Gepepanmu paspaboTaHbl KIMHIYECKUE
PpeKOMeHMIaIMM [0 AMATHOCTYKE U JIeYeHNIO JAHHOTO 3ab0rte-
BaHN, BK/IIOYEH B paboty peructp nanuentos ¢ VIJIO [4]. Co-
[JIACHO NaHHBIM, IOTTy4EeHHBIM II0 pe3y/IbTaTaM paboTbl peru-
cTpa B epuog ¢ 2016 mo 2020 rr., pacipocrpaneHHocTh VJIO
B P® cocrapnser 8-12 cinydae Ha 100 Thic. HaceneHus, a 3a-
6oneBaeMocCTb — 4-7 cmy4yaes Ha 100 ThIc. HaceneHus [5]. AHa-
JIOTMYHbBIE ANNIeMMOJIOrYecKye JaHHble nnony4deHsl B CIIIA u
crpanax Espomnst [6, 7].
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OcHoBHbIMK KuHMYecKUMU npospiaenusamu VIO apna-
I0TCS IIPOTPECCUPYIOIAsA ONBILIKA, CHIDKEHME TONMePaHTHOCTU
K usmdeckoil HarpysKe M XPOHMYECKVIT HeNpOAYKTUBHBII
Kamens [1]. B cpegnem ot Havana 3abo/eBaHMsI O MOMEHTA
HEepPBUYHOrO OOpalljeHNs MaIeHTa 32 MeGULINHCKON ITOMO-
IIbIO TPOXOAMT OT HECKONbKUX MecAleB fo 1,5 ropa. K satomy
BpeMeHU IOAB/IAITCA U Takue Hecrenmudeckue CUMIITO-
MbI, KaK C7ab0CTb, CHVDKEHHBII alIleTUT, HOTepsl Beca, KOTO-
pble B JajbHeiiieM nporpeccupyiot [8]. Y 40% 601bHBIX Ipu
HEepPBUYHOM OCMOTPE BBIABIIAIOTCA U3MEHEHUA IMCTaTbHBIX
(danmaHr manbUeB pyK MO THIY «OapabaHHBIX MalodeK», U3-
MEHEHN HOITEBBIX IUIACTVH IIa/IblleB PYK IO TUITY «4aCOBBIX
CTEKOJI» PA3/INYHON CTEIeHN BBIPKEHHOCTH, MOABJIEHNE KO-
TOPBIX TUIIMYHO AJIsI pasBepHYyTON crapuu 3aboneBanus [1].
BelsiBisieMas IIpM ayCKy/IbTallMM JBYCTOPOHHSAA KpeluTaIys
B KOHI[e Bfjoxa (Xpuibl «velcro») B 6a3anbHbIX OT/EaX TAKKe
XapaKTepHa s nanueHToB ¢ VIJIO u koppenupyer ¢ HaIu4m-
eM IaTTepHa OOBIYHON MHTEPCTULMAIBHON MHEBMOHUM IIPK
IIPOBeIeHNI BBICOKOpa3pelaoliell KOMIbIOTEPHOI TOMOTpa-
¢un (BPKT) opranos rpynHoit ketku [9].

Iuarnoctuka JJI® ocHOBaHa Ha BbIABAEHMM MATTEPHA
OWII npu nposenenny BPKT opranos rpynHoit K1eTku u/unm
[IATOJIOT0AHATOMIYECKOTO MCC/IEIOBAHNUS OMOITATOB JIeroy-
Holt TKanu [1]. O630pHas peHTreHOrpadusa OpraHoB IPyRHOI
KJIeTKV 60/IbHBIM C ofo3peHneM Ha VIJI® He pekoMeHyeTcs
B CBA3M C ee HM3KOI MHGOpMaTUBHOCTBIO [10]. OCHOBHBIMNI
npusHakamy tunmuysoro narrepaa OVII npu BPKT nerxux as-
JISIIOTCSA MpeobajaHe U3MEeHEeHNIT B KOPTUKATbHBIX 1 6a3ajb-
HBIX OT/eNaX, Hammune AUQQYSHbIX PeTUKYIAPHBIX U3MeHe-
HMIA, MeJIKMe CyOIIeBpajIbHble BO3AYIIHbIE KUCTBI («COTOBOE
7ierkoe») u/mnu nepudepudeckiie TpaKIMOHHbIE OPOHXO- WK
6POHXIOI09KTA3EL, & TAKXKE OTCYTCTBUE IIPU3HAKOB, TO3BOJIA-
IOILIVIX 3aMIOf03PUTh ANbTePHATMUBHBII AarHos [1, 11].

B0O3MOXXHO TPUCYTCTBUE «MAaTOBOTO CTekaa» Ha (oHe pe-
TUKY/LIPHBIX M3MEHEHMII U «COTOBOTO JIETKOTO», HO He IIpe-
Ba/lIMpyeT, TAKKe SB/IAETCS IpU3HAKOM (pubpo3a JerodHOI
napenxuMsl [12]. CortacHO oc/IeTHUM POCCUIICKYIM U MeXJTy-
HApOJHBIM KIMHUYECKUM PEKOMEHJALVIAM TUCTOIOIMYeCKOe
HOATBEPXK/ieHIe AMAarHo3a He TpebyeTcsl M He peKOMEH[yeT-
s, eCTM y TALMEeHTa C KIMHMYeCKOl KapTHUHOI, XapaKTepHOII
mns VIJI®, v ¢ 0TCyTCTBUEM OYeBUIHBIX IPUYNH [IA PasBUTUA
MHTEPCTULMATIBHOTO 3a00/IeBaHNUs JIETKMX AMATHOCTUPOBAH
BPKT-narrepn Tummrynoit ONII [1,2].

3Ha4YMTe/IbHOE paclIMpeHne oObeMa 3HAHUII O IAaTOreHese
WI®, nccnepoBanmst MexaHu3MoB (GubpoobpasoBaHus B Je-
FOYHOII TKaHU ¥ BO3MOXXHOCTY B/IVSHVSI HAa HETO B IOCTICIHME
[eCATUIETHS IPUBEIU K IOSB/ICHNIO IeKAPCTBEHHBIX CPECTB
¢ aHTMGUOPOTUIECKUM ¥ aHTUIPONIU(epaTUBHBIM JeICTBUEM
IULs1 JledeHus1 9Toro 3aboreanns [13]. B HacTosIee BpeMst Kiu-
Hideckas 3¢ dexTuBHOCTD B nedeHny VIJ/ID mokasaHa TOMbKO
UL ABYX IIperaparoB — HUHTeRaHnOa u nupdeHnnoHa [14, 15].

ITupdeHnoH, MepopanbHblil IIpernapar, OTHOCAIMICA K
IIPOU3BOHBIM IMPU/OHA, — IEPBBII U3 ABYX IPOTUBO(GUOPO3-
HBIX JIEKADCTBEHHBIX CPELCTB, MomyunBmmx B 2011 I. pekoMen-
manuio EBpomeitckoro mepguimackoro areHtrctBa (European
Medicines Agency) k npuMeHeHuto y 6ompubix VJIP. B 2014 1.
nuppeHNIoH TakkKe OfoOpeH YipaBieHMeM II0 KOHTPOIIO
muieBblx npopykroB u nekapcte B CIIA (Food and Drug
Administration) [16, 17].

B MOKIMHMYECKUX MCCIETOBAaHNUAX HAa >KUBOTHBIX MOJIETIAX
YCTaHOBJIEHO, YTO MMP(EHNIOH BbI3bIBAET TOPMOXKEHME PAH-
HMX U HO3HUX peakiuit puépoobpa3oBaHus B IETOYHON TKa-
HU 1 IPYTUX OPTaHax, B TOM 4MC/ie B oykax [18]. dror apdexr
OIIOCPefiOBAaH MHIMOMPYIOINM BMsHMEM HpelapaTa Ha CHH-
Te3 ¢pubpobmacramu TpaHchopmupyomiero pakropa pocra P,
YTO OTPaHMYMBAET MHAYLMPYEMBbIil ¥IM HpOLiecc 06pa3oBaHyA
KOMIIOHEHTOB 3KCTpalle/UTIONIAPHOrO Marpukca. [leiicTBre
mupdeHnIoHa TPOABIAETCA B IOAABICHMU Hporydepanyn
¢$ubpo6/1acTOB, yTHETEHNN IIPOLIECCOB UX AUPPEPEeHIUPOBKI
B M1OQUOPOO6IACTBI, yMEHBIIEHNN CKOPOCTU MUTPALIMNU ITHUX
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U APYIUX KIETOK MOHOLMTAPHO-MAaKpO(QaranbHO! CUCTEMBI.
Kpome Toro, mpemapar mpegynpeXxiaeT pasBUTIE MUTOXOH-
ApMANbHON AUCHYHKINY B PasIMYHBIX KJIETKaX, YTO CIOCO0-
CTByeT MX 3alllUTe OT alloNTO3a, MHAYLIMPOBAHHOTO OKCHUJaA-
TUBHBIM CcTpeccoM [19].

Kmnunveckas addexrupHocts mmpdennpona npu WIP
JoKa3aHa B HECKO/IBKUX KPYITHBIX PaHTOMU3UPOBAHHbBIX KOH-
TPONMMPYeMbIX uccrnenoBanuAx [14, 20]. Tupdennmon B cy-
TOYHOI 03e 2403 Mr 3aMe/Is/I CKOPOCTb CHIDKeHus (opcnm-
poBaHHOI >kn3HeHHO emKocTu nerkux (PXKEJT) Ha 193 mi B
TOJI ITO CpaBHEHMIO ¢ ITalie60 (OTHOCUTebHAsA pasHuLa 45,1%;
p<0,001), yny4iman mepeHOCUMOCTb (DUSUYECKUX HATPY30K
B TeCTe C 6-MUHYTHO XOnpOOI M CHIDKAI PMCK JIeTaIbHOTO
ncxopa (orHowenue mancoB — O 0,52; 95% moBepUTeTbHbII
unrepsan - 11 0,31-0,87; p=0,0107) [14, 21].

IMupdeHnoH mMmeer mpuemaeMblii Ipoduib 6Ge3omacHo-
ctu. Hanbonee yacteiMu no6ounsiMu sddexramu sABIA0OTCA
pucnenTryeckue (TOLUIHOTA, PBOTA, Juapesi) u Koxuole (HoTo-
CeHCUOMMN3aLNA) CUMIITOMBI, IIOBBIIICHME TeYeHOYHBIX TPaH-
camuHas, cnabocTh, aHopekcus [22]. UTo6bI YMEHBIINTD PUCK
pasBUTHUS MOOOYHBIX SIB/ICHUI, PEKOMEHYETCs MOCTEIIeHHOe
HapalllMBaHye J03bl NMPQEHUIOHA 10 TepaneBTUYecKo [23].
ITpn npueme mmpdeHUTOHa BO3MOXHA MOAVMUKALNA [O3bI,
BK/IIOYasi ee BPEMEHHOe CHIDKeHMe MO0 IOMHYI0 OTMEHY
IperapaTa O YCTPaHEeHNs MOOOYHBIX SIB/ICHUIT, YTO TO3BOJA-
eT YIPaB/IATb HeXelaTebHBIMM PeaKLUAMM M IIPOJOIKUTD
nedeHne. PeKkOMEH/IOBaHO MOHMTOPUPOBATb CBIBOPOTOYHBIN
yPOBEHDb IIeYEHOYHBIX TPAHCAMMHA3 II€pe] HAYAIOM Jiede-
HIIS, 3aTeM €eXXeMEeCAYHO B TedeHMe IEePBBIX 6 MeC Tepammu U
Jamee Kaxble 3 MeC Ha MPOTKEHMM BCEro Hepuofia jede-
HuA. [l yMeHBIIeHMA pPUCKa PasBUTUA U BBIPAKEHHOCTHU
XKy ZOYHO-KVILICYHBIX II000YHbIX 3P PEKTOB PEKOMEHIyeTCs
IIPUHMMATH TIpenapar BMecTe C MUIIel, A/ CHYDKeHNs PUCKa
PasBUTHUA KOXXHBIX CHMITOMOB — JICIIO/Ib30BAaTh 3alllUTy OT
ynbrpadnoneToBoro obmydeHus [24].

KnuHnuyecknn cnyvyanm

IManentka I1. 1956 roga poxpenus (60 ner) obparnnace B
006/1aCTHOJ KOHCY/IBTaTMBHO-MarHOCTIYECKMIT LIeHTP LSt 60/b-
HbIX ITy/IbMOHOMIOrM4YecKoro 1mpouist O6macTHON KIMHITIeCKOi
6onpHuub Ne3 1. YenmsibuHcka B flekabpe 2016 T. ¢ >xamobamu Ha
OIBIIIIKY CMEIIaHHOTO XapaKTepa IpY YMepeHHO! (HU3nuecKoit
Harpyske, CyXoli IpUCTYII00OpasHbIil Kalleb 1o yrpam. V3 aHa-
MHe3a M3BECTHO, YTO OffbIIIKa GECIIOKOUT TIOCTIeHNUE 2 TOfja IIPU
OfybeMe TI0 JIECTHHMIIE Ha YeTBEPTBHIN 3TaX, 3a 6 MeC [0 obpaire-
HMA K ITY/IbBMOHOJIOTY OfIBINIKA CTaja HMPOrpeccupoBarth. B mo-
JIMK/IMHYIKE 110 MECTY YKUTE/IbCTBA IPY BBIIOIHEHNY 0030PHOI
peHTreHorpadyy OpraHoB IPYAHOIL K/IETKM BbIsAB/ICHBI O4aroBble
TeHM HeOOJbIINX PasMepoB, NMPEUMYIIECTBEHHO B 0a3a/lbHBIX
oTgenax, pekomengosana BPKT. B auBape 2017 r. BiepBble Ipo-
Beziena BPKT opraHoB rpysHoI K/IeTKI: B HYDKHUX OTHeNax 060-
VIX JIETKUX, IIPEMMYIIECTBEHHO B 6a3a/IbHbIX U CyOIUIeBPa/IbHBIX
OT/e/IaX, 3HAUMTE/IbHO BBIPXEHBI PETUKY/IAPHbIC VM3MEHEeHMNA,
TPaKILMOHHbIE OPOHXO- U OPOHXVOI09KTA3BL, yIACTKY HOPMUPO-
BAHVISI «COTOBOTO JIETKOTO»; CYIMITTOM «MaTOBOTO CTEK/Ia» B 30HAX
PeTUKY/LIpHOI McyepyeHHOCTH (prc. 1).

IMTanmeHTka — uTenbHULa I. Yenss6uHCKa, PaKT KypeHMs
orpuiaer. B TedeHne Beeil )XMU3HM He MMeTa HeO/TarOMpUsTHBIX
podeccroHaIbHbIX 1 OBITOBBIX BO3HEICTBUIL. VI3 Oy TCTBY-
omyx 3ab01eBaHMil — rUIepToHndeckas 6onesHs II cragun,
eXKe[IHeBHO NpMHUMaeT 50 MI I03apTaHa B CYTKU. AJITIeprono-
IUYecKUil aHaMHe3 He OTATOIICH.

ITpn 06BEKTMBHOM OCMOTPE: TIALIEHTKA HOPMaJIbHOTO TeJIO-
CTIOXKeHMs, C MHAEKCOM Macchl Tena 34,1 kr/m?. llnanosa u mepu-
depuueckux orexos HeT. OOpallaloT Ha ce0s1 BHMMaHMe yMepeH-
HO BbIP@)KEHHbIE Mi3MEHEHN s HOITEeBBIX IVIACTHH I1a/IbIIeB PYK IO
TUILY «4aCcOBBIX CTeKO/». [Ipu aycKy/nbTaumy B JIeTKVX Ha doHe
BE3MKY/LIPHOTO MBIXaHMA BBICTYIIMBAAach rpybas KOHEYHO-
MHCIMPATOpHAas KpemMTalus B HIDKHUX OTAeIaXx ¢ obemx
cTopoH. YacToTa [AbIXaTeNbHbIX ABIDKeHMI — 20 B MMHYTY.
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Puc. 1 KomnblotepHble TOMOrpaMmMbl OPraHoB FPYAHON KNEeTKN
nayneHtkm ., 2017 r.

Opplllka 1O IIKaje DpuTaHCKOro MeOMLIMHCKOTO COBeTa
(Modified Medical Research Council dyspnoea scale - mMRC) -
2 6ajua. YpoBeHb HacbllleHMss KpoBu KucmopopoM (SpO,), us-
MEPEHHBII METOZIOM ITyJbCOKCUMETpUM, — 94% B IOKOe, pn
camoob6cmyxuBaHun — cHiKeHne SpO, mo 89%. ToHbl cepaia
IIPUITYILEHBI, PUTM IPaBIU/IbHBI, YaCTOTA CEPIeYHBIX COKpallle-
HUit - 81 B MUHYTY, apTepuaibHOe flaBjieHne — 124/71 MM pr. cT.,
OCTa/IbHbIE OpraHbl 6€3 OTKIIOHEHMIL.

B K/IMHIYeCKOM 11 61OXMMITIeCKOM aHa/TI3aX KPOBYU 3HAYMMBIX
OTKJIOHEHMI! He BblAB/IeHO. ChIBOPOTOYHbBIE MapKePhl CYICTeMHbIX
PpeBMaTiYecKux 3ab0eBaHuil B Ipefenax HopMelL. I1o pesynbra-
TaM UCCTIE[OBAHVS (PYHKIMY BHELIHETO ABIXAHVSI — BEHTUISALN-
OHHasl PYHKIMA JIETKVUX He HapylleHa: 00beM (HOPCUPOBAHHOTO
BBIJIOXa 3a 1-y10 cexyHAy (ODB,) - 96% oT gomxHoro, popcupo-
BaHHas XKusHeHHas1 eMKOCTb yterkux (PXKEJT) - 93% ot mo/mkHo-
ro. IIpn 6opuiuieTnamMorpaduy AMarHOCTUPOBAHBI PECTPUKTIB-
Hble HapyIIIeHNsA JIeTOYHOI BeHTW/IALIMIL: CHVDKEHNe TTOKasaTerelt
BHYTpUrpynHoro obbema (BI'O) - 66,3% oT momkHoro, obieit
emkoctu sierkux (OEJT) - 69,1% OT [JO/mKHOr0, 0CTaTOYHOTO 06b-
ema serkux (OOJI) - 63,6% oT mo/mkHoro. fasoTpaHcnopTHas
(YHKIMA JIETKUX XapaKTepu3oBaIach CHIDKeHNeM AudQysnoH-
Hoit criocobHocTy erkux (DLco) no 48%, 4To COOTBETCTBYET TA-
KEJIOJ CTETIeH! HapyIIeHN.

ITo manHbIM 9x0Kapauorpadum (2017 r.) yMepeHHas Auna-
Talysl TOJIOCTY JI€BOTO IIpefcepans, AuIaTalusa CTBOJA JIe-
rouHoit aprepun. Cucronopuacronudeckas QyHKIVS J€BOTO
JKeMyJo4YKa yoBIeTBopuTenbHad. CucTonmnyeckoe faBeHNe B
JIETOYHOM apTepun — 66 MM PT. CT.

[/ OLIeHKM TONEPaHTHOCTU K (PM3NUECKOil HAarpysKe BbI-
IIOJTHEH TeCT C 6-MUHY THOI X0AbOOII: HIPOIIIeHHOE PaCCTOsIHME
cocraBuio 420 M, BeisABIeHa flecaTypanusd, SpO, — 84%.

ITonyueHHble TIpyu 06CTIEROBAHNY [JaHHbIE ITAIVEHTKN BHe-
ceHpl B perucTp 6onbHbIX VJI®. Ha ocHOBaHMN *a106, aHa-
MHe3a 60/1e3HM, i3BMeHeHU T QYHKIMOHAIbHBIX MCCTIefOBaHMI
u BPKT opranos rpypnoit kneTku B 2017 I. LieHTpa/lbHbIE
9KCHepThl ycTaHoBWIM myarHo3 VJI®. Xponmueckas pabixa-
Te/IbHasA HEJOCTAaTOYHOCTb 2-Ji cTeneHu. JleroyHas rumnepreH-
3us, kmacc III. PekomenpgoBaHa aHTUMOpOTHIECKast Tepanusl.
C Hosi6pst 2017 r. manymeHTKka npuHuMana 2403 wmr/cyr
(9 xancyn) nupdennpona (DcOprer®), MHIMOUTOPHI IIPOTOH-
HOI1 TOMIIBI (930Merpa3ort 1o 40 Mr/cyT), IPOXOAUIa AIATENb-
HYIO KucnopopioTepanuio (2 1/M1H He MeHee 15 4acoB B CyTKM).

IManeHTKa IPORO/DKAET IPMHMMATD IP(EHNIOH B TedeHe
5 net. Ha atom ¢oHe OTMeYaroTCsl HeXXe/maTe/bHble SIB/ICHNS B
BUJIe YMEPEHHOIT BBIPQ)KEHHOJ TOLIHOTHI M MBILIEYHOI C/1abo-
CTU, He TpeOyIoliye M3MEHEHNsI peXXuMa Tepanuy. JNU30[40B
¢dorogepMaTTa Ha MPOTSDKEHNUM BCErO IEPHOMA JIeYeHUs He
OTMe4YeHO (B BeCeHHe-TeTHUII IePYOJ PEry/LIPHO MUCIIONb3YeT
CONHIIE3ALUTHBI KpeM). B Mae 2022 1. 60/1pHas nepeBefieHa Ha
nupdeHnoH poccuiickoro npoussopcrsa — ITVIPOACIIEK®,
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Puc. 2 KomnbloTepHble TOMOrpaMmbl OPraHoOB FPYAHON KNeTKN
nayneHTkm M., 2021 r.

Ta6nuua 1. luHaMnKa OCHOBHbIX NOKa3saTesel pecnupaTopHo
GyHKUMM nerknx

Mepwuop HabnogeHna
MokasaTenb 2017r. 2019r. 2022r.
(2-nrop (5-nrop
(ncxogHo)
neyeHun) neyeHuA)

OXKEJ1, % OT fLOMKHOro 93 90,1 84
OO®B,, % OT AOMKHOIO 96 94 92
BIrO, % ot gonxHoro 66,3 61,8 55,6
OEJ, % oT gomKHoro 69,1 64,3 57,7
OO0/, % oT foMKHOro 63,6 59,7 53,2
DLco, % oT gonxHoro 48 44,5 41,2

Kancysl 1o 267 mr (OOO «Acnexryc dapma», Pocens), mpu-
€M KOTOpOTo IIPOfo/DKaeT 110 HacTosAee Bpems. [Ipy nepexope
Ha mmpdeHnoH poccuiickoro npoussogpcrsa (IIMPOACITEK®)
IPYTUX MOOOYHBIX ABJICHNIT He HAO/MTIOANIOCh.

Ha ¢one npornBodu6po3HOIl Tepanuu, IpOBOAUMON B Te-
4eHue 5 JIeT, COCTOsAHMeE MAaLMeHTKU CTabuIbHOe, 060CTpeHnmi
WJI® ne saperncrpuposano. CoxpaHAeTcs OfbIlIKa Ipu Gu-
3ndeckoit Harpyske (3 6amma mo mMRC). [InHamMmKa OCHOB-
HbIX QYHKIMOHA/IbHBIX IIOKa3aTesell IpeficTaBIeHa B Tabm. 1.

AHanusupys npepcTaBIeHHble JaHHbIE, BUUM TeHJIEHIINIO
K CHIDKEHUIO OCHOBHBIX (DyHKIIMOHA/IbHBIX IIOKa3aTesleil, Ofi-
HAaKO K/IVHUYECKOe COCTOsIHME MAIMeHTKM CTabuiIbHOe, OHa
HPOfIOJDKAeT HAaOMOAThCA B aMOy/IaTOPHbIX YCTIOBUAX, He BO3-
HMKAJIO IOTPEOHOCTU B UCIIONIb30BAHNM JOIOMTHUTENbHBIX Pe-
CYPCOB 3[paBOOXPaHEHSL.

ITo marrpiM BPKT opranoB rpymHO¥ KIEeTKM TaKKe OTMeda-
eTcst crabmnmsanus mpouecca (puc. 2).

O6cyxpeHne

B 2011 r. P. Noble u coaBr. ony6nmkoBamu pesyabTaThl
III ¢aspl paHEOMM3UMPOBAHHBIX KIMHUYECKUX MCCIIE[OBAHMI
CAPACITY-1 u CAPACITY-2, naununposasHeix B 110 Me-
IMUMHCKMX HeHTpax Esponsl, CIITA 1 ABcTpamun, B KOTOPbIX
paccMaTpuBaIICh BOIPOCHI KIIMHMYECKON 3¢ (eKTUBHOCTI
" 6e30IIaCHOCTY NPUMEHEHVs] MMPQEHN0HA Y TAEHTOB C
VIO [20]. ITo mony4eHHbIM JaHHBIM, AJIUTENbHbIA (K0 72 Her)
npueM nupdeHnIoHa TOCTOBEPHO YMEHbIIa] CKOPOCTh CHU-
skeayst OJKEJI, mpemATCTBOBA/ COKpAIeHUIO IIPONIEHHOTO
PaccTOsHUA B TecTe ¢ 6-MUHYTHOM XO#b0Ooil, a TakXe yBe-
JIMYMBAZI CPOKU [0 IOsAB/IE€HMA NPU3HAKOB IPOIpeccupoBa-
HUs 3a00/IeBaHMs B CpaBHeHUM C IUTane6o. B nccnenoBanmm
ASCEND vy mnanueHTos, nory4asumx mipdernson (n=555),
3aperncTprpoBaHo Ha 47,9% MeHblie HeGIaronpyusaTHBIX MC-
XOJ0B, K KOTOpbIM oTHOcu0Ch cHIbKeHre OJKEJI Ha 10% un
6o7ee OT MCXOHOTO 3HAYEHNA, a TAKXKe CITydayu cMepTu [14].

B pesynmbrare 0600IeHHOTO aHa/MM3a HEXETATE/IbHBIX SIB-
JIeHUI1, 3aperucTpupoBaHHbIX B uccnegoBannax CAPACITY
u ASCEND, ycTaHOB/IEHO, 4TO IINUTeNbHOe (MaKCUMajIbHas
IPOO/DKUTENIBHOCTD cOCTaBmia 9,9 ropa) nedenne nuppenn-
JOHOM COTIPOBOXK/Ia7IOCh BO3SHMKHOBEHVEM TOIIHOTHI B 37,6%
ciy4aes, guapen — B 28,1%, gucnencun - B 18,4%, pBOTHI —
B 15,9%, KOXHBIX CUMITOMOB — B 25%. OTI peakuuy B 60/b-
IIVHCTBE C/Ty4aeB OblIM HE3HAYUTEIbHO MLV YMEPEHHO BbIpa-
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>KeHHBIMU, YICYe3a/IM TIpY YMEHbIIEHUN [JO3bl IIpelapara 1 He
VIMeJIV OTJa/IeHHBIX HeO/IaronpyATHBIX HOCTefCTBII [24].

IIpencraBneHHbli KIMHNYECKMIA CIy4Yail HAITIAMHO JI€MOH-
CTpUPpYeT, 4TO pOoTHBOGIOPO3Has Tepallysl Ha paHHel CTafun
6071e3HY, IO PasBUTHUA 3HAYMMBIX (PYHKIIOHA/IBHBIX Hapylie-
HMIA, TI03BOJISIET 3aMEIUTh IIPOrpeccupoBaHme 3ab0meBaHms,
OTCPOYUTH HOSBJIEHVE TSKENbIX CUMITOMOB U CHUSUTD PUCK
He6maronpusATHOro ucxopna. Ilpumenenne nup¢deHnoHa B Te-
YeHue 5 JIeT B TEPANEeBTUYECKON 03€ CONPOBOXK/IANIOCh YMe-
PEeHHBIMM HeXKeaTe/IbHbIMY SBTICHNMAMY, OTHAKO MOAMUKa-
V51 JO3MPOBKY JIEKApCTBEHHOTO TIperapara He TpeboBaach.

PesynbraTbl OTKPHITOTO PaHZOMMU3MPOBAHHOIO IE€PEKPECT-
HOTO WCCTIeOBAaHMsA CPaBHUTENbHON (apMaKOKMHETUKY U
6uosxBuBanentHocty mpenapara [IVIPOACIIEK® B kancymax
no 267 mr (OOO «Acnekryc dapma», Poccust) u npenapara
ScOpuer® B Kancynax 1o 267 mr (. Xobdmans-J/Ia Pom Jltz,
IBeitijapus) ¢ y4acTueM 3IOPOBBIX HOOPOBOJBIIEB IpOfe-
MOHCTPUPOBA/IN CXOffHbIe (hapMaKOKMHETNYeCKIe TapaMeTphl
M3y4aeMbIX IIperapaToB, CONOCTaBMMYI0 0e30IIaCHOCTb, Ha
OCHOBAHMU Y€TO CeNaH BBIBOJ, O OMO3KBMBAIIEHTHOCTH ITHUX
JIeKapCTBEHHBIX CpefcTB. B deBpane 2022 r. B Poccun 3ape-
TUCTPUPOBaH MMPQHEHUIOH OTeYeCTBEHHOTO ITPOM3BOJCTBA C
toprosbiM HarmeHoBaHmeM [TMIPOACIIEK® (OOO «Acmektyc
¢apmar, Poccust) [25].

3aknioueHne

B Hacrosdiee BpeMs pe3y/nbTaThl HOKIMHUYECKUX U PaH-
TOMM3VMPOBAHHBIX KIMHUYECKNUX MCC/IEJOBAHNIT IO BIMSHUIO
mup¢ennnona Ha tedenne VJIO mopTBEpKAAIOTCS HaHHBIMU
POCCHMIICKUX ¥ MEXJYHapOJHBIX HaOTIONaTeTbHbIX MCCIENO-
BaHMUII, B KOTOPBIX JeMOHCTpUpYeTcsi ero 3¢ ¢deKTUBHOCTD U
6e3omacHocTs. [Ipu gnuTenpHOM npruMeHeHUN nupdeHngoHa
HexernarenbHble 9(PdeKTbl C1abo MM yMEPEeHHO BbIPaXKEeHBI

CONSILIUM MEDICUM. 2022;24(9):640-644.

" HEe NPOBOLUMPYIOT He6}IaI‘0HpI/IHTHbIe OTOAJICHHBIC ITIOCTIEN-
ctBus. PaHHee Ha3HaueHMe aHTI/ICbI/I6pOTI/I‘{eCKI/IX IIpenapaTtoB
MO3BOJISAET MOBMUATH Ha TedeHue VJID n YIy4qlInTb BbDKVBA-
€MOCTDb ITAJMICHTOB.

PackpsbITiie MHTEPECOB. ABTOPbI AeK/IapUPYIOT OTCYTCTBHUE
SBHBIX U IIOTEHIIVA/IbHBIX KOH(Q/IMKTOB MHTEPECOB, CBSI3aHHbIX
¢ myO/muKaIueit HaCTOsIEl CTaTbN.
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OTKpbITOE, PaHEOMM3UPOBAHHOE, MEPEKPECTHOE WCCNEHOBAHME CPABHUTENBHON  (ap-
MaKOKMHETAKN ¥ BMOIKBMBANEHTHOCTW npenapata [updeHugos, kancynbl, 267 Mr
(Acnektyc Oapma, Poccu) v npenapata ScOpuer®, Kancynbl, 267 mr (O.XoddmaHH-Ta
Pow Jita, Weeilyapus) ¢ yyacTem 3popoBbix Fobposonbues. Mpotokon NEUS-PRF1 ot
14 Hoabpa 2019 r. [Otkrytoe, randomizirovannoe, perekrestnoe issledovanie sravnitel'noi
farmakokinetiki i bioekvivalentnosti preparata Pirfenidon, kapsuly, 267 mg (Aspektus
Farma, Rossiia) i preparata Esbriet®, kapsuly, 267 mg (F.Khoffmann-Lia Rosh Ltd, Shveitsariia)
s uchastiem zdorovykh dobrovol'tsev. Protokol NeEUS-PRF1 ot 14 noiabria 2019 g.
(in Russian)].
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