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Nnanonatuyeckuii ¢udpo3 Jerkux: COBpeMeHHOe COCTOSTHUE MPO0JIeMbl
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AnHOTauus

Manonatunueckuin pubpos aerknx (MDA) — Tsxkeroe 3ab0AeBaHUE AETKUX CO CMEPTEAbHbIM UCXOAOM B TeueHue 2—5 AeT OT
Havana boaesHn. MDA nopaxaeT Aloaei BO BTOPOI NOAOBUHE Xn3HW. [pnuntbl MDA HenssecTHbl. Ao 1999 r. MAD BblaeseH
13 rpynmbl MAMOMATUHECKMX MHTEPCTULIMAABHBIX BOAE3HEN AETKMX B OTAEAbHYIO HO30AOrMHecKylo (hopmy. [NpakTukyowme Bpayn
o4eHb YacTo (a0 80%) aonyckaloT aMarHocTuyeckue owmnbku npu MIMOA 1 Ha3HayaloT aHTUOGMOTUKM, NPOTUBOBOCMAAUTEABHbIE
CPeACTBa, ycyrybasiiolme Tedenme 3aboaeBaHms. OTAMUMTEAbHAS YepTa naToreHesa MDA — OTCyTCTBME BOCMAAEHHUS!, YTO KAM-
HUYECKM MPOSIBASIETCS HeI(D(PEKTUBHOCTBIO MAIOKOKOPTUKOCTEPOMAOB M APYTMX MPOTMBOBOCMAAUTEABHBIX CPEACTB. HaunHas ¢
2000 r. paspabatbiBaloTcst hapMakorormyeckue cpeactsa A Aedenns MDA, OAMH M3 HUX 3aperMcTpupoBaH M paspelueH K
npumeHenuio B Poccuitckon Meaepaunmn. Hactosiwas cratbs NpeAcTaBaseT 0630p COBPEMEHHbIX AaHHBIX Mo npobaeme MDA, yto
AOAKHO CNOCOOCTBOBATH NMPABUABHOM OPUEHTALIMK BPaYei B NPODBAEMaX AMArHOCTUKM U A€YEHUS TOTO TSIXKEAOrO 3a00AeBaHMS.

KatoyeBble croBa: MHTEPCTULIMAAbHbIE bore3sHn AErkKux, nanornatn4eckmne MHTepCTuUmnarbHble NMHEBMOHUN, nAnornaTm4eckmi qJM—
6p03 AEerkux, K/\aCCM(PMKaLlMﬂ, rnaroreHe3, ned4eHue.

Idiopathic pulmonary fibrosis: The current state of the problem

E.l. SHMELEV

Central Research Institute of Tuberculosis, Moscow, Russia

Idiopathic pulmonary fibrosis (IPF) is a severe lung disease, with death occurring within 2-5 years after its onset. IPF affects
people in the second half of life. Its causes are unknown. Before 1999, IPF was out from the group of idiopathic interstitial lung
diseases as a separate nosological entity. Practitioners very often (80%) make diagnostic errors in IPF and prescribe antibiotics,
anti-inflammatory drugs, which worsen the course of this disease. The distinctive feature of the pathogenesis of IPF is the absence
of inflammation, which is clinically manifested by the inefficacy of glucocorticosteroids and other anti-inflammatory drugs. Phar-
macological agents for the treatment of IPF have been designed since 2000. One of them has been registered and permitted for
use in the Russian Federation. This paper is a review of an update on the problem of IPF, which should facilitate the appropriate
orientation of physicians in diagnosing and treating this severe disease.
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I'DP — ractpossodareanbHblit pediokc

JIH — npixaTesbHast HEI0CTaTOYHOCTh

KEJI — xusHeHHast eMKOCTb JIETKUX

WMBJI — uHTepcTULIMaTbHbIE 00JIE3HU JIETKUX
N®DJT — unnonarnyeckuii Grudpo3 Jerkux

KT — xomnbroTepHast Tomorpadust

JIT — silerovHasi rTunepTOHUS

DOXKEJT — dopcupoanHas 2KEJT

DL, — mibdysnoHHas ciocoGHOCTb JIETKHX 110 OKKCH YIiepoaa
TGF-B — tpancdopmupyromiuii B-dakrop

WHrepctuumanbHbie 6o0e3uu jerkux (MBJI) — rereporeHHas
rpyrna 6oJie3Heil, 00beAMHEHHAS! PEHTI€HOJOTMYECKUM CUHIPOMOM
JIBYCTOPOHHEI aucceMuHauu. MoxHoO Ha3BaTh okosio 200 3aboie-
BaHMi, umeroimx npusHaku MBJI, yro cocrasisier okosno 20% Beex
6osie3Heit jerkux. Dtrojorus u maroreHe3 MBJI Becbma pazHooOpas-
Hel. I[Ipu sToM Hambosee 3aramouHbIMM siBiIsiioTcs: MUBJI HesicHO#
MPUPOILL. DTH 3a00JeBaHMsI B HACTOsIIIee BpeMsi OOBEIMHEHBI B
IPYIIY WAMONATUYECKUX MHTEPCTULIMAIbHBIX IMTHEBMOHUIA [1]. Oco-
60€e MeCTO cpely HUX 3aHMMaeT MAMONATUYeCKUil (puOpo3 Jerkux
(MDJT) — TspKenast mporpeccupyioliiasi 601e3Hb ¢ GbICTPO (B TEUCHUE
HECKOJIBKUX JIET) HACTYMAIOIINM JIeTaIbHBIM UCXOI0M. boJie3Hb Bo3-
HMKaeT BO BTOPOM TMOJOBUHE XU3HM, YUCIO OTHX OOJBHBIX YBEIUIM~
BaeTcs, goxost 10 90 ciydaeB Ha 10 000 i crapiie 65 net [2]. Oco-
6eHHOCThIO UDJT gBiisieTcs nmporpeccupoBaHme 00JIe3HU, He CBSI3aH-
HOE ¢ BocriajieHueM (B omyinuure ot 6oJibiurHeTBa MBJT).

TepMuHoIOrMYecKasi MyTaHWIIA ¥ PA3TMIHOE TTOHUMaHUE CYIIl-
Hoctd MUDJI B ocHOBHOM ocTaiuch B mpouuioM. B 1999 r. UDJI BbI-
neJieH B OTHEJIbHYIO 60Jie3Hb. [lepBble MeXIyHapOIHbIE PeKOMEH/IA-
mu 1o UDJT cozmansl B 2000 . [3]. C 3TOr0 BpeMeHM Havyajiach pabo-
Ta MO CO3MIAaHUIO0 MEXIYHApOIHBIX pyKoBoucTB o MPJI. MexmyHa-
POIHBIM COOOIIECTBOM TMPUHSITA KJIACCU(UKALNS MAMONATUICCKUX
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MHTEPCTULIMATIbHBIX TTHEBMOHUI [4], cpean KOTOpbIX 0c000e MECTO
3anumaer UDJI.

OdunmanbHoe corianienne AMEPMKAHCKOTO TOpakayibHOro u EBpo-
neiickoro pecimparopuoro oomects (ATS/ERS) no ki1accubukammm uamo-
NATUYECKUX MHTEPCTUIMAbHBIX THeBMOHMIi (2013)
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— HekJIaccuduLmpyeMas uamonaTuyeckass MHTepCTULMAIbHAs
TTHEBMOHMUSI.

JlokazaHa Hea(HEeKTUBHOCTD, a TTOPOi M BpeIOHOCHOCTD IMPOTH -
BOBOCTIAIMTEIbHBIX cpeacTB ripu UDJT [5, 6]. YcraHOBIEHBI OCHOB-
HbIE OPUEHTUPHI MO AUATHOCTUKE U JIEYEHUIO 3TOro 3a00JIeBaHUS.
[TocnenHue MexXnyHapoaHble peKoMmeHmanuu m3nanel B 2015 1. [7].
Tem He MeHee Borpochl kKiaccuduimpoanuss MDJI ocrarorcs npe-
METOM IMCKYyCCHii [8].

HNDJT — crieunduyeckas popMa porpeccupyrolieil MHTepCTH-
LIMAJIbHOM OOJIE3HM HEW3BECTHOM MPUPObI, BOZHUKAIOLICH Y JIMIL
CTapllIero Bo3pacra, rnopaxarouieil U30J11MpoOBaHHO JIETKUE U acCOLU-
UPYIOLIEICS C TUCTOJIOTMYECKUMU U PEHTIEHOJIOTMYECKUMU TIPU3HA-
KaMu OObIYHO MHTEPCTULIMATBHOM MTHEBMOHUU.

HNDJI — cmeprenbHas 6ose3Hb. Ee pacripocTpaHeHHOCTD yBe-
JIMYMBAETCS IO Mepe CTapeHUs nmonyssiuvu. B HacTosiiee BpeMs B
Espornie 120 Thic. 60abHBIX UDJI 1 mpeamnonaraeTcss 1MarHOCTUPO-
BaTh exeronHo 40 Teic. ciayvaeB. Jlo HacToOsIIIEro BpeMeHU HeT 3¢-
(exkTrBHOII Tepanuu. Bo3MOXHOCTH TpaHCIIIAHTALIUM JIETKUX Orpa-
HUYEHBI [9].

ITatorene3 UDJI, KOHEYHBIM 3TallOM KOTOPOTO SIBISICTCS (U~
0po3000pa3oBaHNe B TApEHXWMeE JIETKUX, TIPEACTaBISIET TPEeaMeT
MHTEHCUBHOTO U3y4yeHUsl. MHOTMe 3Tarbl 3TOro Mpoliecca OCTaloTCs
HeBbIsicCHeHHbIMU. CuuTtaetcst, uto MDJI xapakTepusyeTrcst TOBPEX-
NIEHUEM U arloNTO30M KJIETOK aJbBEOJISIPHOTO SMUTENHUSI, COMIPOBO-
JKIaeMbIM MporpeccuBHbIM (hubpo30006pazoBaHueM. [1pexHss napa-
IIUTMa BOCTIAUTENbHOM Tmpupoabl (ambBeonmut) MDJI BeITecHeHA
KOHIIemnueir, paccMaTpuBatonieit MMJI kak moBpexkneHne KIETOK
aJTbBEOJIIPHOTO BIUTENUSI, COMPOBOXKIAIOIIEECsS He3aBEPILIEHHbBIM
perapatuBHbIM oTBeToM [10]. Ha mepBbix aTanax matorene3a MdJI
BO3HUKAET MOBPEXIECHUE aTbBEJIOUUTOB 1-TO TUIMA, YTO BEAET K MX
arorTo3y M pa3pylIeHUIO allbBEOJISIPHO-3MUTENNATbHOTO c1os [9].
OcraBlvecs MTHEBMOLIMTBI MaTOJIOTMYECKN aKTUBUPYIOTCS U CEKPe-
TUPYIOT NPoGUOPOTUYECKUE LUTOKUHBI — TpaHC(HOPMUPYIOLIETO
B-dakropa (TGF-f3), XeMOKMHBI U TTpOTEa3bl, KOTOPbIE CITyXaT (hak-
TOpaMU TpuUBJIeYeHUs U akTuBLUU Ghudpoodiacros [11]. JlokanbHO
AKTUBUPOBAHHBIE MATPUKCHBIE METAJUIONPOTEMHA3BI BBI3IBAIOT pa3-
pyuieHue 6a3zanpbHOi MeMOpaHbl B aibBeosiax. [loBpexkneHue u anor-
TO3 KJIETOK aJbBEOJIIPHOTO SIUTEUS SBJISIIOTCS CIEACTBUEM Hapy-
LIEHUS B3aMMOOTHOUIEHHUS SMUTENINAIbHBIX U ME3EeHXMMaJIbHBIX CO-
CTaBJISIOLIMX B pe3yjbTaTe MaTOJOTMYECKOrO MOBEIEHUS KIIETOK,
MpodUOPOTUYECKUX CUTHAIIOB U TOTEPU UHTUOMPYIOLIETO TOMEOCTa~
TUYECKOTO KOHTPOJISI. DTU MATOJIOTMYEeCKUEe CUTHAIBI BEYT K pa3py-
LIEeHUIO 0a3abHOI MeMOpPaHbl, HOPMUPOBAHUIO TTOATOTOBUTEIBHO-
rO MaTPUKCa U MPUBJIECYEHUIO ME3EHXUMAaJIbHBIX KJIETOK K (hOPMUPO-
BaHUIO (hUOPOOIACTHBIX (DOKYCOB, SBISIOUIMXCS MECTaMM HOBOM
akkyMmyssiuu marpukca mpu UDJT [12]. Juddepenumanms hudpo-
0J1acTOB, CMHTE3 MaTpMKCa, €ro OTIOXEHUE M PEeMOIEIMPOBAHUE
TKaHel poucxonst non BiusinHueM TGF- u npyrux ¢haktopoB po-
cra. DtoT nporecc hopMUpoBaHUST (PUOPO3HOTO MaTpUKca CTaHO-
BUTCS MMOCTOSTHHBIM TIpy akTuBauuu curHanoB TGF-f u nuddepen-
nuanuy Muodudpoodactos [13].

OCHOBHBIMM «paHHUMU» cummTomamu UDJI sBistiotest cyxoi
HEMPOAYKTHUBHBIN KallleJIb U OABILIKA, MPEUMYIIECTBEHHO UHCIIUpPa-
TOpPHAsi. DTU CUMIITOMBI MIOCTETNIEHHO B TeYeHUE 3 MeC HapacTaloT U 1o
Mepe 3TOro IMPOrpeccUupyeT orpaHMuYeHue (GU3NUecKoil aKTUBHOCTH
rnaureHToB. [1pu aycKynbTaliuy Hall HUXKHUMU TOJIIMU JIETKMX MOTYT
BBICJTYLLIMBAThCS 3BYKOBbIe (DeHOMEHBI B BUJIE «TpecKa LesnodaHa» Ha
BBIIOXE — CBOEOOPA3HBIf BApUAHT KPEeMUTALUK, HabIoAaouiics y
80% GombHBIX. [10SBISIOTCS TIepBbIe IPU3HAKYU IBIXaTeIbHOM HEMo-
cratounoctu ([IH), cHavasa mpu Harpyske, a 3aTeM 1 B rokoe. B 25%
cJIyyaeB TMPOMCXOAST M3MEHEHMS] KOHEUHbIX (hajlaHI TMasbLIEB PYK.
DopmupyeTcsi CHHIPOM 0apaGaHHBIX MMAJOUeK U YacoBbIX cTekod. [1o
Mepe nporpeccupoBaHus 00s1e3HM 1 Hapactanus JIH nossnsiercs um-
aHO3 U MPU3HAKKM HEJOCTATOYHOCTH KpoBooOparteHust [ 14, 15].

Ha onpenenennbix ctagusix UMDJT MOTYT NMPUCOENUHATHCS TIPH-
3HaKM ractpoa3odareaibHoro pedokca ('DP), koToprlit HabMONa-
ercst y 90% OGOJIBHBIX U yCyryossieT TeueHue 3abojeBanus [16, 17].
[Tpu sTOM cumnToMbl 'OP MOryT npuHUMaThcs 3a MPOsIBJIEHUE OC-
HOBHOTO 3a00s1eBaHus1. ¥ HEKOTOPBIX O0JIbHBIX (POPMUPYIOTCS JIETOU-
Hag runeproHud (JIT) [18] u paccrpoiicTBa apixaHus Bo cHe [19].

BaxHoii XxapakTepuCTUKOI TeueHUs 3a00JeBaHUS SBJISIETCS Xa-
pakTep ero rnporpeccupoBaHus. Beinensior nmo MeHblleir mepe 3 Ba-
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puanTta ((peHoruna) teyeHus MDJI: OTHOCUTETBHO CTAOUIIBHBIA,
MpoTeKauit 6€3 000CTPEHUI C MEIJIEHHBIM MPOrPeCCUPOBAHUEM
[20], deHoTUTT C YaCTBIMU OOOCTPEHUSIMU U (PEHOTUTT C OBICTPBIM He-
YKJIOHHBIM TNporpeccupoBaHueM [20—22].

B kavectBe pumMepa GricTporo nporpeccupoBanust UDJT ipu-
BOIATCS MaHHBIE KOMITbIoTepHOil Tomorpaduu (KT) 6onbHOTO B Ae-
Otote 6ose3Hu (a) u uepes 4 mec (0) (puc. 1).

Oco6oe mecto B TeueHnn UDJI 3anumaior oboctpeHust. O60-
crpenne DJI mpuHSTO paccMaTpuBaTh Kak «HEOObSICHUMOE Hapac-
TaHue ofplliKkK B TedyeHue 30 aHeit» [23]. [TpuumHbI BOZHUKAIOIIETO
YXYILIEHUS HE JOJKHBI ObITh CBSI3aHbI C YyCTAaHABIMBAEMbIMU (haKTO-
pamu: UHQeKLMs, THEBMOTOPAKC, TPOMOOIMOOUS JIETOYHOI apTe-
puu u ap. I[pu obocrpenun MDJI ycunmBaioTcst Bce OCHOBHBIE CHM-
MTOMBI: OJBILIKA, TUITIOKCEMUSI, TIOSIBJICHUE HOBBIX TEHEI Ha PEHTre-
HorpamMme. B Hacrositiee BpeMsi MpUYMHbBI BOSHUKHOBEHUSI, BOITPOCHI
npoduIakTUKK ¥ JieueHust oboctperunit MUMDJI ocTalotest mpeaMeToM
aKTUBHOTO u3ydyeHus. [Ipu 3ToM He MoJyd4eHbl OMHO3HAYHbBIE OTBETHI
O KaXIIOMY 13 BOTIPOCOB [24].

JuarHoctuka WM®JI mpencraBisieT O4YeHb CIIOXHYIO 3amady.
OmmnOKM Ha 3TOM 3Tare BeayT MOPOil K HEMOMPABUMBIM TPAarnyeckKum
MOCAEACTBUSM. BaXKHEHIIMMU OpUEHTUPAMU TIPU TUArHOCTUKE SIB-
JIAI0TCA CIIeLYIOLINE.

— Knunnueckue nposienerus DJI He 06s1anaioT 10CTaTOUHOM
crnetndUYHOCTbIO. AHAJIOTMYHAS CUMIITOMAaTHKA MOXET HaOII01aTh-
cs v ipu apyrux MUBJI [15, 25].

— Heo0xon1Mo MCKITIOUUTh U3BECTHBIE MPUUMHBI AUDGHY3HOTO
MOpaXeHUs JIETKUX: peBMaTuyeckue 6ose3Hu, 6one3Hb Kpona u ap.
[8]. Cnenyet moMHUTh, uTo UDJI — manonarnyeckas 60J1e3Hb (C He-
YCTaHOBJIEHHBIMU TPUUUHAMM).

— Jnst Beineneruss UDJI w3 rpynmbl IpyruxX MINOMATHYECKUX
NDBJI ocHOBHBIM OpUEHTUPOM ciyxaT pe3ysbraTbl KT serkux Beico-
Koro paspemenus [4] (puc. 2).

B cootBercTBUM ¢ muarHoctuuecKuMu TpusHakamu UDJT mo
naHHbIM KT BbInensiior 3 Kateropuu BEpOSITHOCTU HaJIMYUs Y OOJIb-
Horo UDJI [4]:

1. [MonHas:

— CyOIuUIEBpaJIbHOE PACIIOIOXKEHNE B HUXKHUX JOJISIX;

— PETUKYJISIPHBIE TEHU;

— COTOBOE JIETKOE T TPaKIIMOHHbIE OPOHXOKTA3bI;

— OTCYTCTBME IMPU3HAKOB HECOOTBETCTBUSI.

2. Bo3moxHas:

— CyOIuUIeBpaJIbHOE PACIIOIOXKEHNE B HUXKHUX JOJISIX;

— PETUKYJISIPHBIE TEHU;

3. Her BeposiTHOCTH (HECOOTBETCTBUE):

— BEpXHEe- WIK CPeHEN0IeBast TOKATU3ALUS;

— NepuOPOHXOBACKYJISIPHAS JIOKAJIU3ALIS;

— BBIPaXEHHOE «MAaTOBOE CTEKJIO»;

— YYaCTKU KOHCOJMAALINY;

— MHOXECTBEHHbIE KUCTHI.

DOYHKIIMOHATBHBIE METOIBI UCCIICIOBAHNS — BaXKHBI KOMITO-
HEHT Kak B nuarHoctuke MPJI, Tak 1 B MOHTOPUHTE TeUeHUs 3200~
neBanus [26]. dst 6ompHbIXx UDJI XapakTepHBI peCTPUKTUBHBIC Ha-
pyueHUs1 GyHKIIMU BHELIHETO JbIXaHUsI CO CHUXXEHUEM KU3HEHHOM
emkoctu Jerkux (XKEJT), dopcuposannoit 2KEJT (OKEI), muddys-
HOM criocoOHOCTH JieTKux [27, 28], HUIMOKCEMUS, CHavala MosIBIsI-
[o111asicsl IPU Harpyske, a 1o Mepe NmporpeccupoBaHus 0OJE3HU U B
nokoe [28]. [Tpu a3TOM CHMXKEHME KaXKI0To U3 TToKa3aTeseit Xxapakre-
pu3yeT crereHb nporpeccupoBanus oosie3Hu. ®KEJI — BaxHBII
nokasatesib nporpeccupoBanust UDJI, KOTOPbIii MOXET ObITh MC-
TMOJIb30BaH KakK MpOorHocTuIecKuii hakrop [14]. Beinenenue 3 kare-
ropuit coctostHusT 601bHBIX DI mipennonaraeT OCHOBHBIE XapaK-
tepuctuku nuHaMuku OXKEJ: byKinoHaIbHO CTaOMIBHOE COCTOSI-
nue — cHikeHue O2KEJT makcumym Ha 5% 3a 6— 12 Mec; cHIDXKeHUE
®XKEJT ot 5 1o 10% mporHo3upyet MporpeccupoBaHue; CHUKCHUE
>10% accoumupyercsi ¢ 4- UM 8-KPaTHBIM PUCKOM CMEPTU B OJTU-
xkaimue 12 mec [28]. BecbMa yyBCTBUTENIbHBIM TOKa3aTeaeM Ui
6onpHBIX MDJT siBnsieTcst cHbKeHMe nuddy3HOM CITOCOOHOCTH JIeT-
Kkux [27].

OueHb OTBETCTBEHHBINI KOMIMOHEHT nuarHoctuku UDJI — ru-
CTOJIOTMYECKOe UccenoBaHue ouorncuitHoro Mmatepuana. Huke npu-
BOJSITCS TUCTOJIOTMYECKUE XapaKTEPUCTUKU B COOTBETCTBUU CO CTe-
MEHBIO TuarHocTuueckoit BepositHocty MDJT [4].
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Puc. 1. KT 6oabHOro UMDA B AebloTe Gore3Hu (a) 1 vepes 4
mec (6).

Peukynaphbie | NPU3HAKOE,
\ TEHH He xapaKTeprlX
S —t s WO
e

Puc. 2. TAaBHble KOMMbIOTEPHO-TOMOTrpachuyeckue NpusHa-
kn MDA,

Ipadayus mopponocuueckux npusnaxos HDJI

1. [onnas BepositHocTs UDJI:

— BbIpaXeHHbI (GUOpPo3 + «COTOBOE JIeTKOe» CyOIUIeBpabHO
PAacIoOIOXEeHHOE;

— TpaKLMOHHbIE GPOXO3IKTA3bI;

— (hubpobnacTHbIe (POKYCHI;

— BOBJICYCHUE MAPEHXUMBI JIETKUX.

2. Bosmoxnast UDJT:
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— BbIpaXeHHbII (HUOPO3 + «COTOBOE JIETKOE»;

— HeT ¢pubpobIaCTHBIX (DOKYCOB;

— M30JIMPOBAHHOE «COTOBOE JIETKOE»;

— BO3MOXHBI IPU3HAKY BOCTTAJICHMSI.

3. Her BeposiTHOCTH (HECOOTBETCTBHUE):

— TUAJIMHOBBIC MEMOPaHbI;

— IpaHyJIeMBbl;

— OpTaHU3yIoIIasi THEBMOHWSI;

— LIEHTPaJIbHOE PACIIOJIOXKEHUE;

— WHOWIBTPALMS BOCTIATUTEIbHBIMY KJICTKAMM.

IMpu nonyyeHun OUONCUITHOTO MaTepuana Ajs TUAarHOCTUKU
H®JI cremyeT yIUTHIBATH MO3AMYHOCTH MOP(MOIOTUIECKON KaPTUHBI
U TIPaBWIbHBIN BBIOOp MecTa Ouoricuu. buorcuio nenecoodpazHo
TTPOBOIUTH TIPH «BO3MOXHOI» BeposiTHOCcTH M DJI, BBISIBIsIEMON ITpu
KT opranos rpynHoit kiieTku [4]. CylecTByeT psii orpaHMYeHUI TP
MPOBENEHUU OUOTICUU JIETKUX.

B cornammenun ATS/ERS pekomeHmyeTcst GMOTICHST JIETKOTO ITPU
«Bo3moxxHoM UDJI» 3, 30] (cMm. panee):

— ATS/ERS He peKoMeHIyeT MpoBeieHNEe TPAHCOPOHXMATTbHOM
ouoricuu erkux mpu U®JI — TobKO BUIEOTOPAKOCKOTNYECKAsT T
OTKpBbITast ouorcus [4].

— 30-/IHeBHAst CMEPTHOCTh MPU OMOIICUU JIETKMX COCTABJISIET
17% [31].

— Juddy3roHHas crocoOHOCTh JIETKUX IO OKUCHU Yyrjiepoaa
(DL, <35% — mpenuKTOp BBICOKOTO pucKa cMepTH [3, 32, 33].

— bwuornicust MoxeT crpoBonpoBaTh oboctpeHne UDJT wim
pa3BUTHE OCTPOTO MOBPEXACHUS Jierkoro [4, 32, 33].

— He cnenyeT npoBonuTh OMOTNCUIO JIETKUX Y TTALIMEHTOB CTapIIe
65 mer wom ipu DL <45% [32].

Hrak, ecau Bbl pelaeTech Ha OUOTICHIO JIETKOTO, CJIEAYET B3Be-
CUTb BEPOSITHOCTb HaHeceHHUs1 Bpena 6oabHOMY. HyXHO moHMMAaTh,
YTO OOC/IEIOBAHUE HE JOJKHO MPUHOCUTH OOJBHOMY OOJIbllIEe HEy-
J0OCTB, YeM cama 00JIe3Hb.

Oco0yr1o cI0XKHOCTD B irarHocTrke MMDJI mpencTapisiioT Tak Ha-
3bpIBaeMble JiedyeHble OosibHbIe [7]. Huke npuBoasiTcsi coOCTBEHHbIE
JIaHHBIE 110 0COOEHHOCTAM JieueHUs 6obHbIX MBJI Ha norocnuTab-
HOM 3Tarie (no noctymieHus B KInHuKy LIHWUUWT) (cm. Tadmny).

[Mopoit mmrtensHoe Jteyenrne 6onpHOoro UMJI ¢ mpuMeHeHeM
AHTUOMOTUKOB, IPOTUBOTYOEPKYJIE3HBIX MPENapaToOB U INIIOKOKOPTU-
KOCTEPOUIOB MOXET CYIIECTBEHHO MEHSTh KIMHUYECKUE U PEHTIre-
HOJIOTUYECKHUE TPU3HAKKU OO0JIE3HU, YTO 3HAUMTEIBHO 3aTPYIHSIET
JIMAarHOCTUKY. B OOJIBIIMHCTBE CilyyaeB B 3TUX CUTYalMSIX HAUMHAET-
CsT aKTUBHOE JICUCHUE «IBYCTOPOHHE» ITHEBMOHUU WJTU TyOepKyJie3a
¢ (hopMupoOBaHUEM JIEKAPCTBEHHOTO MOPAXEHUS! HE TOJIBKO JIETKUX.
MHoroe B NMpaBWILHOI 1 cBoeBpeMeHHOI nuarHoctuke MPJI 3aBu-
CUT OT OIbITa U 00PAa30BaHHOCTHU Bpaya.

OcHoBHBIe TpoOsieMbl B auarHoctuke MPJI MoxHO mpencra-
BUTb B BUJIE CJIEYIOLLETO MEPEYHSI.

— OmmbovHast TpakToBKa TaHHBIX KT HeToCTaTOYHO OMBITHBIM
PEHTIEHOJIOTOM.

— OTCyTCTBHE YETKOCTH B TPAKTOBKE «BO3MOXKHOTO» WJIH «BEPO-
sTHOTO» Hasmamst UDJI.

XapaxkTep u yactota (%) ownbok revenns MDA 1 3K30reHHO-
ro aAAepruyeckoro aAbseoauta (JAA) (coOOCTBEHHbIE AaHHbIE)

Ormbka UDJI (n=67) DAA (n)=54)
JleyeHne aHTUOMOTUKAMU OT 2
Mec 10 3 JieT 18 30
TTpoTuBoTYOEpPKYIE3HAs Tepa-
nust ot 2 10 10 mec 9 11
Jleuenue o nosoay XOBJI u
BA, B TOM unciie aHTUOMOTH -
Kamu, 10 3 J1eT 10 11
Hab6moneHue 6e3 jeyeHust
1—2 rona 3 —
HeanexBatHoe jieueHue mocie
YCTaHOBJIEHMsI IMarHO3a 6 5,5
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— Tlpomokaromasicst myTaHUIIAa OTHOCUTEIBHO TUATHOCTHYE-
CKOI1 pojin OPOHX0ATIBBEOJISIPHOTO JIaBaXxa.

— OTCyTCTBYE MHTETPALIMKA KIIMHUYECKUX JaHHBIX B 0003Haue-
HHUM TUarHOCTUYeCKOl BepositHocTi MDJI, B TOM ymciie y «JIeueHbIX»
OOJIbHBIX.

— HeymeHue/HexenaHue MCIOIb30BaTh aHAMHE3 KaK WHCTPY-
MEHT IUarHocTuku [34].

Jleuenne UDJI — onHa u3 HauboJjIee TPYIHO pa3peliaeMbiX 3a-
nad B My IbMOHOIOTHY. OCHOBHBIEC HATIPABJICHUS JICUCHUST 9TUX OOJTb-
HBIX CJICTYIOIINE:

— (hapmakorepanusi;

— IUTATeNTbHAsI OKCUTEHOTEPAarvist;

— JIeYEHUE OCIIOKHEHUIA;

— peabuauTalus;

— TpaHCIUIAHTALUS JIETKUX.

JlekapcTBeHHOE JieueHune 60bHBIX MDJI nMeeT GOJIBIIYIO Tpa-
TMYECKYIO UCTOPUIO, OCHOBAHHYIO Ha OITMOOYHO TPAKTOBKE TIaTOTe-
He3a 6osie3nu. Ha panHux atamax monumanus mpooieMbr MUDJT Tpak-
TOBAJICSI KaK BOCTIAJIUTEIbHOE 3a00JIeBaHNE, B CBSI3U C YEM MCITOJIb30-
BIMCh BCEBO3MOXHBIC BapUaHTHI MPOTUBOBOCIAIUTEIBLHONW Tepa-
AU TITIOKOKOPTUKOCTEPOUIBI, PA3IMIHbIE ITUTOCTATUKU, UMMYHO-
CYIIPeccophl, aHTUOKCUIAHTHI. Ciyyaw YCHEITHOTO TMPUMEHEHUS
3TOT0 MOJAX0Ja HAOMIOAANCh MPU JPYTUX WAMOMATUYECKUX UHTEpP-
CTUITMATILHBIX TTHEBMOHUSIX, OIMMOOYHO paclieHnBaeMbiX Kak MDJI
— HecnenbuIecKass WHTEPCTUIMATbHAS TTHEBMOHMUSI, TecKBama-
TUBHAsT WHTEPCTUIIMATbHASI THEBMOHUSI U Ip. B Hacrosiee Bpemsi
5TO yuwuio B npouuioe. [locnenHee MeXayHapoaHOE COMIALIEHUE IO
W®JT (2015 1.) [7] He peKOMeHIyeT TPUMEHEHNE TPOTUBOBOCTIAT -
TeNbHBIX cpencTB. OCHOBHasi HampaBICHHOCTb (hapMakoTepanuu
DI cocTouT B TOPMOKEHUM TMATOJIOTMUYECKOM Mposndepauu hu-
OpobiacToB, Beayuieit K ¢opmupoBanuio (pubdbposa. Bo Bcem mupe
uaet 0oJblias paboTa 1Mo CO3IaHuIo TIpernapaToB s jJeueHuss DI
Ha pa3HbIx cTanusx pa3paboTKy HaXOmsITCs 33 TeKapCTBEHHBIX CPel-
crBa iedeHust UDJI, u3 Hux yxke 15 CHHTE3MPOBAHHBIX CPEICTB MPO-
TEMOHCTPUPOBAIA HETaTUBHBIE PE3YJIbTAThI. [0 KIMHUIECKOTO TpH-
MeHeHus B ieueHur MDJI momuiy moka ToyibKo 2 npenapara: nupde-
HUIOH ¥ HUHTeIaHuO (3aperrctpupoBaH B PD mon HazBaHueM «Bap-
rated»), Kotopsie omoopeHbl DeepaaTbHBIM aTeHTCTBOM 110 KOHTPO-
JTIO 32 KAYeCTBOM ITHUIIEBBIX ITPOMYKTOB M JIEKAPCTBEHHBIX ITPETTapaToB
CLIA (FDA).

HuHTenanu6 — BHYTPUKIETOYHBIN MHTMOUTOP TUPO3MHKUHA3,
ookupyet hakTop pocta hudpoOIACTOB, TPOMOOLIMTAPHBIN (haKTOp
pocTa, (hakTop pocTa s3HIOTeNUsI cocynoB. HuHTenanmu6 nHrubupyer
murpanuio ¢pudpoodaacToB, poaudepalnio U TpaHchopMaluo MUO-
(ubpodaacToB. KpyrnHbie MHOTOLIEHTPOBBIE MCCEIOBAHUS HUHTENA-
HKOa 110 oLeHKe 3(pdheKTUBHOCTH JieueHUst 601bHBIX MDJI ycTaHOBU-
JIV OTIpe/ieJIEHHbIe 3aKOHOMEPHOCTH. Tak, 1o TaHHBIM MCCIIeIOBAHUST
TOMORROW [35] (da3za II): 12-MecsauHbIil Kypc JIeYeHUs HUHTeaa-
H1OOM 150 Mr 2 pa3a B IeHb MOXET YMEHbILATh CHUXEeHUE HYHKLIMU
JIETKUX M KOJIMYEeCTBO obocTpeHuit y nmauueHtoB ¢ UDJI. Jlokazan
YIIpaBIIsSIeMbIii pod b 6e30macHocTH. Ha OCHOBaHUY OITBITA HCCIIe-
noBaHust TOMORROW pekoMeHI0BaHBI CIeAyIOIIe MEPhI B UCCIIe-
nmoBanuu INPULSIS [36].

— YMeHbllleHUe 1035l U TPephIBAaHNE Kypca Tepariy sl ycTpa-
HEHUsI HeOIaroMpUsITHBIX SIBICHUI.

— BpemenHoe npekpaiieHne,/0cTaHOBKA JICUCHUSI.

— TloBTOpHOE Havayio ¢ cokpaiieHHoW mo30i 100 mr 2 pa3za B
TIeHb.

— VYmMeHblieHue 10361 10 100 Mr 2 pasza B IeHb 0e3 mpeaBapu-
TEJILHOTO TIPEPHIBAHUS JICUCHUS.

— IToBTOpHAst BO3MOXHAst UHTeHCU(bUKAIIMS B TeUeHUE 4 Hel.

— INomnepxuBarolasi Teparus (HaImpumep, JOrepaMus B crydae
napem ).

— JlekapcTBeHHAsT KOPPEKIIUS TTOIbeMa YPOBHS (DEPMEHTOB Tie-
YEeHMU.

Crnenytomiee uccienoBanne INPULSIS [36] mposeneno B 205
LIeHTpax 24 cTpaH.

B pesynbraTe TpoOBeneHHBIX WCCICIOBAHUIN TOTYYSHBI OCHOB-
HbIe TaHHbIE TT0 93(P(HEKTUBHOCT HUHTENaHNOA.
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— CrabwibHoe 3amemieHue rporpeccuposanuss UDJT.

— Ha 50% 3amemisii ronoBoe CHUXKEHUE JIETOYHON (DYHKIIMH.

— Cokpaiuenue oo1ieit cMepTHocTH Ha 30%.

— YucneHHOe coKpalleHue pucka o6ocTpeHunii 6ose3Hu Ha 36%

— KonTponupyemslii npodusib 6630MacHOCTH.

PaspaboraHbl crieliaibHble PeKUMBI TEPAITUUA TTPU BO3HUKHO-
BEHUM MTOOOYHBIX 3(PDHEKTOB.

Bropoii mpemnapar, npumensiemsiit B EBpornie u CLUA ipu UDJI,
— nupdennnoH [37—40]. B HacTos1ee BpeMst BeneTcs padboTa 1o ero
peructpaimu B PO.

N3 npyrux hapmMakoIoruuecKux CpencTB, IPUMEHSIEMBIX B Jiede-
aur UDJI, B HacTosIIIee BpeMsl peKOMEHIYEeTCsT TOIBKO aHTAIMIHAST
Tepanuu it Koppekuuu [DP [6, 41].

OKCHUTEHOTEPIUsI — BaXXHBI KOMITOHEHT JIEYeHMsI OOJBHBIX
N®DJ1, nmonb3yeTrcs [UIsi KOPPEKIIUU TUTIOKCUU TIO OOIIETIPUHSATHIM
TpaBujIaM oI KOHTPOJIEM TToKa3arteseit myJabcoKcumMeTpuu [42].

PeabunuranmonHasi Tepanusi — BaXKHBI KOMITOHEHT JICYCHUSI
6obHBIX MDJI, mo3Bosistionast MOBBIIIATE KAUYECTBO XKU3HU U TOJIE-
PaHTHOCTD K (pr3ndecKoit Harpy3Kke. PeabuauTalinoHHbIE MEPOTIPUSI-
THUS COKPALIAIOT BEPOSITHOCTb OCJIOXKHEHUI 3a00eBaHus [42].

HecMmoTpst Ha ompeneieHHBIN TIporpecc B co3maHuu 3 dex-
TUBHBIX aHTU(DUOPOTUIESCKUX ITPETIAPATOB, TPAHCIITAHTALIVS JIETKUX
npu M DJI moka ocraeTcst eTMHCTBEHHBIM METOIOM CIACCHUST K13~
HU OosibHOTO [43]. OnHAaKO HeXBaTKa MOAXOSIIMX JOHOPCKUX Opra-
HOB OTPaHMYMBACT BO3MOXHOCTH IIMPOKOTO TPUMEHEHUS 3TOTO
MeToqa.

TIpunnmnb: KoHTpo.Id 3a 3dpekTnHOCTHIO Tepamuu UDJI. Liensio
MOHUTOPUPOBAHMS KIMHUYECKOTO TEUCHMUsI SIBISIETCSI OOBEKTUBHAS
OlIeHKA M3MEHEHHI COCTOSTHUSI OOTbHOTO. YUUTBIBASI COBPEMEHHYIO
KOHIICTIIIMIO O HEYKJIOHHOM IPOTPecCUPOBAHUN 3a00JIeBaHUST, HE00-
XOIMMO PETUCTPUPOBATH CKOPOCTh ITPOTPECCUPOBAHUS OOJIE3HU M OT-
BeTa Ha JieueHue. V3BecTHBI 3 OCHOBHBIX BapMaHTa IIPOTPeccupoBa-
Hust UDJI: nmocreneHHoe nporpeccupoBaHue (6osee 3 jer), ObicTpoe
HEYKJIOHHOE TIPOTpecCUpOBaHe (B TeUSHUE rolla) U IPOTpeccupoBa-
HHe ¢ obocTpeHUssMH. [1py 3TOM HEOOXOIUMO WHTETPUPOBATh KITH-
HUYECKUE TTOKa3aTesu, TaHHble (DYHKIIMOHAIBHBIX UCCIETOBAHMIA 1
KT opraHoB abIxaHus.

1. OueHka KIMHUYECKUX TToKa3aTeseii:

— BBIPAXEHHOCTb on1bIIKHY (1Kasia MRC |, onpeneneHue MHIEK-
ca ONIBILIKHU ¢ TTIOMOIIIbIO onfpocHuKa Maitepa (D. Mahler, 1984; mka-
na bopra);

— ayCKyJIbTaTUBHAsI CUMITTOMAaTUKa — M3MEHEHME 30H «Tpecka
nemodaHar;

— BBIPaXKEHHOCTh ¥ PACTIPOCTPAHEHHOCTh [IMAHO034;

— CHIXKEHUME MacChl Tela;

— TIPU3HAKU HEIOCTATOYHOCTH KPOBOOOPAIIICHHUS;

— TI0Ka3aTeNn MyJTbCOKCUMETPUU U SIBJICHUST CHVDKEHUST HAChI-
IIEHUST TEMOTJIO0MHA apTepUaTbHON KPOBH KUCIOPOIOM TIPH XOIb0e
(TecT ¢ 6-MUHYTHO# XOIbOOIA).

2. OueHka (pyHKIMOHAIbHBIX TTOKA3aTeNeii:

— criupoMeTpust, Tudby3nOHHAsT CITOCOOHOCTD JIETKUX;

— TIPU3HAKU TIEPErpy3KU MPaBbIX OTIEIOB Ceplla Ha DIEKTPO-
KapIrorpaMMe;

— JIT 1o maHHBIX YIBTPA3ByKOBOTO UCCIIEAOBAHUS Ceplia.

3. KT nerkux (pa3 B 6 Mec): IMHAMUKa paclpoOCTPaHEHHOCTH
rnpotecca.

4. TlepeHOCUMOCTB JICKAPCTBEHHOI Teparuu — CBOECBPEMEHHasT
IMATHOCTUKA Y KOPPEKIIMSI JTO3bI.

5. CBoeBpeMeHHas IMarHoCThKa 000CTPEHU .

B PoccuiickoM pecniupaTopHOM oOLIecTBe BedeTcsl paboTa Io
CO3IaHUIO HAITMOHATBHBIX PEKOMEHIAIIMIA 110 TUATHOCTUKE U Jieue-
HU10 60bHBIX UDJ] ¢ yueToM MeXITyHapOIHbBIX COTJIAIICHUI.

Takum o6pazom, UDJI — TsKenoe 3a00eBaHMe CO CMEPTaTb-
HBIM UCXOIOM, TPeOyIolliee 0cOO0TO BHUMAHUSI U ITOITOTOBIEHHOCTH
Bpaueil U OKa3aHUsl aIeKBATHOM MTOMOIIY 9TUM OOJIbHBIM, YTO MO-
KeT CYIIeCTBEHHO YIYUIITUTb IIPOTHO3.

WccenoBanust B 9TOi 001aCTH MTPOITOIIKAIOTCS.

KoH(uKT HHTEpecoB OTCYTCTBYeT.

TEPAMEBTUYECKUN APXVB 12, 2016
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