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B cTtatbe npenctaBnieHbl COBPEMEHHbIE B3rMAAbl HA NPOBAEMY MHTEPCTULMATbHBIX
3aboneBaHuin nerknx. Ha oCHoOBaHUM aNNMAEMMNONOIrMYECKUX NCCNEO0BAHUA N MeXOyHa-
POAHbIX pEKOMEHAALMIN, ONUCaHbl METOAb!I ANArHOCTUKN (LeTaNlbHO PaCCMOTPEH NaTTepH
0ObIYHOM MHTEPCTULMANIBHON MHEBMOHUM HA KOMMbIOTEPHO TOMOrpadum BeICOKOro pas-
peLleHus) 1 nevyeHns namonartmyeckoro eubdposuvpytollero anbeeonuta (MPA). Mpeacras-
NieHbl KpuTepum amarHocTnkn MPA. OnucaHbl pekomenayemble ans nedeHms MDA npena-
paTbl: MHFIMBUTOPbI TUPO3NHKMHA3 — HUHTEOAHNO N NMPPEHNAOH. KnuHnyecknm npmme-
POM Mnoka3aHbl BaXXHOCTb OLLEHKM KOMOPOUTHbLIX COCTOSIHWIA Y BonbHbIX MDA, a Takke npu
WX HaNnM4Ynum — TPYAHOCTM B NpoBeaeHun guddepeHunanbHon amarHoctmku. BolgeneHa
HeobX0AMMOCTb MHAMBUAYANIbHOrO NOAX04a B TakTUKe BeAeHUs 6OJIbHOrO.

KnodeBbie cnoBa: vHTepcTuLmMaibHble 3ab60/1eBaHNI JIErkux, nanonaTtndeckmnii pub-

PO3UPYIOLLIN a/lbBEOJINT, KOMIMbIOTEPHAasi TOMOrpagusi BbICOKOro pa3peLUueHus.

AKTyanbHOCTb

NHTepcTnumnanbHble 3aboneBaHng
nerkmx (U3J1) a9Bnai0TCA reTeporeHHom
rpynnoit 6onesHen, Npu KOTOPbIX B naTo-
JlIornyecknin npouecc, B Nnepeylo ovepenpb,
BOBJIEKAIOTCS aIbBEOJIbI U NEPUNANIBBEONSP-
Hbl1 UHTEPCTULUIA, YHTO NPUBOAUT K HaApy-
LWEeHUIO0 ra3oobMeHa, PeCTPUKTMBHBIM Ha-
PYLLUEHVSM BEHTUISILMOHHON DYHKLUWM Ner-
Knx n gndey3HbIM MHTEPCTULNANBHBIM
N3MEHEHUSAM, BbISIBASIEMbIM MPU PEHTIEHO-
JIOrM4ecKkom nccnegoBaHmn.

Nanonatmnyeckuin Gpubpo3npyroLimin
anbBeonut (MDA) [1] nnn nagmonatmnyeckunii
NEeroyHbin eprnobpos (U1d) — ocobasa dpop-
Ma XpPOHMYECKOW nporpeccupyoLen epuno-
pPO3MpYyoLWEN MHTEPCTULUMANTIBHOW MHEBMO-
HUM HEN3BECTHOM 3TMOJI0MMK, KOTOpas BO3-
HMKaeT NPEeuMYLLECTBEHHO Y Nl0AEeNn cTap-
LIero Bo3pacTa, nopaxaet TOJIbKO nerkme
N CBfI3aHa C FMCTONOMMYECKUM 1 / nnn
PEHTreHONorn4eckum rnaTTepHoOM oObIYHOM
MHTepCcTUUManbHom nHeemoHum (OUIM) [2-
4]. OnarHoctuka MDA TpebyeT uckioye-
HUS OPYrMx N3BECTHbIX Npu4nH U3J1: npo-
deccuoHanbHbIX U ObITOBbLIX BO3AEWNCTBUNA,
3aboneBaHNn COeaMHUTENbHON TKaHU

(3CT), nekapcTBEHHbIE NOPAXKEHUS NErKNX
[2-4].

dnuagemnonorus. B nocnegHme rogbl
NPOBeAEHbl MacwTabHble 3NUAEMMONOIN-
yeckme mnccnepgosaHmnsa B CLUA [9], Benun-
kobputaHun [6], PuHnaHamm [7] n Hopee-
ruum [10]. B cooTBETCTBUM C NONYHEHHBIMUA
OaHHbIMW pacnpocTpaHeHHocTb MDA B
CLUA coctaBnget B cpegHem 14,0 Ha 100
TbIC., a 3abonesaemocTb — 6,8 Ha 100 TbIC.
HaceneHus. B BennkobpuTtaHuu 3aboneBa-
emocTb MDA cocTtasnaeT 4,6 Ha 100 Thic.
MokasaTenn 3abonesaemMocT N pacnpoc-
TpaHeHHOCTM VDA cyleCTBEHHO 3aBUCAT
oT Bo3pacTa. Tak, ecnv B BO3paCcTHOM rpyn-
ne ot 18 po 34 net 3aboneBaeMoctb MDA
coctaendet 0,4 Ha 100 TbIC., TO Y N1y, B
BO3pacTe oT 75 net n ctapwe — 27,1 Ha
100 TbIC.; pacnpocTpaHeHHoCcTb — 0,8 u
64,7 Ha 100 TbiC., COOTBETCTBEHHO [6]. 3a
nocnegHmne roabl KONMMYecTBO OONbHbIX
MDA yeennumeaeTcs. Hanpumep, pacnpo-
cTpaHeHHoCcTb DA B HopBernn 3a cemb
net Bo3pocna ¢ 19,7 no 23,9 Ha 100 ThIC.
HaceneHusa [10]. PacnpocTpaHEeHHOCTb
MDA B PD coctaensieT okono 9-11 cnyya-
eB Ha 100 000 HaceneHusi, a 3abonesae-
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MocTb DA 4-6
chyyaeB Ha
100.000 Hacene-

Tabnuuya 1

Mpn3Haku 06bIYHOM MHTEpCTULManbHOU NHeBMOHUM (OUMM) no AaHHbIM
KOMNbIOTEpPHOM Tomorpadum Bbicokoro paspeweHusi (KTBP)

Husa [11].
CmepTHOCTb

Kaptuna OUN

Bo3amoxHasn KapTuHa

Mpu3Hakw,
oun npoTuBopeyalyme
kapTuHe OUN

oT DA 6onblue B
cTapluen Bo3pacT-
HOWM rpynne u co-

Mpeobnagaxue B
6aszanbHbIX,

Nerkux. OnddysHble OAnHOYHbIE ovaru.
CTaB/ideT B Cpen- |OduddysHble peTUKYNsipHbIE OvaroBble guccemMmHaLmnn.
HeMm 3,0 Ha 100 |peTuKynspHele U3MEHEHNS. MNpeobnangaHue naveHeHUn B

N3MEHEHMS. OTcyTcTBME NOOGbLIX BEPXHUX C CPEAHUX OTAenax.
TBIC. HACENeHUA, |corop0e nerkoe, c/6e3 |Npu3HaKos, [MepnbpoxoBackynspHoe

MeOuaHa BbDKMBAE- | TpaKUMOHHbIX

MOCTU Konebnetcs gPOHXOSKFal%OB-G
TCyTCTBVIe NMOObIX
ot 2,3 0o 5 net [1, MpU3HAKOB,

4] . npoTmeopevaLlimnx

MpeobnagaHve B
GasarbHbIX, KOPTUKamNbHbIX |MaTOBOrO CTekna. Y4yacTku
KOpTUKanbHbIX OTAENaxX |OTAenax nerkux.

npoTtmeopevaLlmx [aHHon pacnpeneneHue N3MEHEHWUI.
natosnorunu.

[MpeobnagaHne cumnToma

KOHCcoNnuaauunn.

Bosqyu.lele KUCTbl BHE
KOPTUKanbHbIX OTAENOB.

ﬂ,aHHbIX no [ aHHOW NaTosiormu.

3a6011eBaeMoCTU U

pacnpoCTpPaHEHHO-

CTV AaHHOro 3abonieBaHns Ha TeppuTopun
YKpauHbl, K COXaNeHUIO, HET.

OTnonormsa oo KOHUa He yCTaHoBMe-
Ha, Ha JaHHbIN MOMEHT CYLLLECTBYEM MHO-
XXECTBO TEOpUn U MHEHWI. OCHOBHbIE dak-
Topbl pucka passutua MDA, cnenyeT pac-
CMaTpuUBaTb HE KaK MNPUYMHY BO3HUKHOBE-
HUA 3aboneBaHus (KoTopas Noka HeM3BeC-
THa), a Kak ¢pakTopbl, ycyryonsiowme teve-
Hue VDA: kypeHune, BHeLLHecpenoBble MH-
ransuyiOHHbIE BO3OENCTBMSA, HE CBA3aHHbIE
C KypeHueMm, BUpycHas nHoekumnsa (dnw-
TeliH-Bapp, unTomMeranoBupycChbl, BUPYCHI
renatuta C, repnec-supychl 1 gp.), ract-
po-a3o0dareansHbin pednokc (MNAP), ca-
XapHbIn anabeT, reHeTuyeckmne hakTopbl.

AnarHoctuyeckmne kputepum NUOA

OunarHos MDA TpebyeT Hannums cne-
Ayiowmnx NnpmM3HakoB:

1. WcknioveHna opyrux U3BECTHbIX NMpu-
4ynH N3J1, Hanprmep, npodeccrnoHanb-
HbiIX U ObITOBbIX BO3aencTeuin, 3CT u
MPOSIBNEHUN NIeKapCTBEHHOMN TOKCUY-
HOCTW.

2. Hanuuue nattepHa OUI Ha kOMMblO-
TepHOW ToMorpadun BoICOKOro paspe-
weHusa (KTBP) [11] y 60nbHbIX, KOTO-
pbIM HE MOKasaHa xupyprudeckas 61o-
ncusa nerkux (tabn. 1).

3. Cneumnduryeckoe coyeTaHne npusHa-
koB OUI Ha KTBP u npun xupypruyec-

KO 6uoncumn nerkmx y 60sbHbIX, KOTO-
pbiM 3Ta npoueaypa Oblia NposeeHa.

Takum o06pa3omM, TOHHOCTb AnarHosa
MDA Bo3pacTaeT Npu KIMHUYECKOM, PEHT-
reHoJIOrMYeckoOM U r’MCTONOrM4eckom Cco-
BNaJeHNN 1 3aBEPLUAETCS MHOronpoduib-
HbIM (MYyNbONCUMNINHAPHBIM) 0OCYXOEHN-
emM cneumanucTaMmmn, UMEeLUMIN ONbIT An-
arHoctukmn MN3J1 [14]. BoisBnenme natrep-
Ha OWI npu KTBP nnu rmctonornyeckom
nccneposaHuu He obnagaet 100 % cneun-
duyHocTbio ana NMDA[2, 4].

YunTbiBasg BbICOKOKQ4YECTBEHHbIE O0-
KasaTesnbCTBa, Kacalwmecs crneundunyHo-
ctn KTBP B BbIIBNEHUN ITMCTONOMMYECKOro
nattepHa OWI, xmpyprudeckasa Guoncus
JIErKoro He siBNseTcsa obasatensHom [2, 4,
11].

Mpu TsHKENbIX GYHKUMOHANBHBIX HApY-
LWEHNAX UIN 3HAYUTESIbHbIX COMYTCTBYIO-
LWKMX 3ab0NeBaHNSAX PUCK, CBA3AHHbIN C XW-
pyprudeckon 6uoncuen, MoxeT nepese-
CUTb MPEUMYLLECTBA FMCTONIOMMYECKOrO
noaTeepxaeHus anarHosa UPA [2,4]. Mo
OaHHbIM COBPEMEHHbIX nccnegoaHnii 30-
OHEeBHas CMEPTHOCTb NMpu 6GMONCUK NErknx
MOXeT gocTturatb 22 %, 4TO CBA3aHO C MNo-
BblLLEHHbIM PUCKOM Pa3BUTUA 0BOCTPEHNS
MDA nocne nposeneHus buoncun.[5,11]
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EcTecTBeHHOe TeyeHue n NporHos
NDA

EctectBeHHOe TeyeHne UNDA obyc-
JIOBJIEHO NOCTENEHHbBIM CTPYKTYPHLIMWU U3-
MEHEHUAMWN NEero4YHOM TKaHW, B OCHOBE KO-
TOPbIX NEXUT NporpeccupyoLee GpmbpoTn-
yeckoe noBpeXxaeHne, BnaoTb 4O “COTOBO-
ro” nerkoro.

PeTpocnekTuBHbIE MCCNEAOBAHMS,
npoBeaeHHble cpeamn 6onbHbIX MDA, noka-
3blBalOT, YTO MeamaHa BbIKMBAEMOCTU OT
MOMEHTa NOCTaHOBKM AMarHo3a COCTaBfIs -
et oT 2 no 3 net [2]. BmecTe ¢ TeMm, y 60/b-
HbIX C COXPaHHOW Nero4yHom pyHKUNEN 3TOT
nokasarteslb MOXET ObITb BbILLE.

MporHo3 VDA aensetcst abconioTHO
HebnaronpusaTHbIM, NOCKOJIbKY 3abonesa-
HMEe XapakTepualyeTcsa Nporpeccupyowym
TeyeHneM ¢ paTasibHbIM Ncxoaom. BmecTte
C TeM, 9KCNePTbl CYUMTAIOT BaXHbIM BblOe-
NeHne 60JbHbIX C BbICOKMM PUCKOM NeTallb-
HOIO UCX0o[da B TedeHue banxanmx 2 ner,
4YTO AMKTYEeTCA HEOOXOAMMOCThLIO CBOEBpE-
MEHHOro obcyxaeHus Bonpoca O TpaHC-
naaHTaumn nerkmx.

Huxe npneBoasaTcsa KNMHUKO-PYHKLN-
OHasbHbIE MapamMeTpbl, PEKOMEHAYEMbIE B
KayecTBe NPeanKTOPOB BbLICOKOIO puUcka
cMmepTHoCcTU [2]:

*  YCWIEHWE OAbILLKU;

«  cHuxeHne ®XEN > 10 % B TeyeHune 6-
12 mecsaues,;

. DLCo < 40 % [O0MKHOIrO UNU CHUXEHne
B AUHamMuke >15 %;

*  MOBbILLEHNE ANTbBEONISAPHO-apTepmasib-
HOW pa3Huua napuuanbHOro AaBneHus
kncnopoga (P (A-a)0O2) > 15 MM pPT.CT,;

*  TecT ¢ 6-MUHyTHOW xoabboi (6-MX):
necatypaumsa kucnopoga Hmxe 88 %,
CHUXEHMe NPONAEHHOr0 PacCTOAHMS,
yBen4eHne QINTENbHOCTY BOCCTAaHOB-
nexnsa YCC;

«  cpdJIA > 25 MM PT.CT. B MOKOeE.
Buomapkepbl UDA

JaHHble 0 NPOrHOCTUYECKOM 3Ha4e-
HUN MapKepoB BPOHX0ANbBEONIAIPHOIO Na-
BaXka U CbIBOPOTKM KPOBM HEMHOIOUUC/IEH-
Hbl, HOCAT PETPOCMEKTUBHbIX XapakTep n

HeaoCTyNHbl AN NOBCEAHEBHOr0 KIWUHU-
4eckoro mcnosb3oBaHus. K HAM OTHOCAT-
CS1: BbICOKOMONEKYNSAPHbIA MNMKONPOTENH
KL-6 (Krebs von den Lunden-6), anbBeo-
nomMyumH (3EG5),CbIBOPOTOYHBIE KOHLLEHT-
pauumn cypdakTaHTHbIX NpoTenHOB SP-A n
SP-D v gp. [11, 14].
MepanukameHTO3Has Tepanua UDPA

MoHoTepanus kopTukocTepouaamm

PaHooMn3npoBaHHbIE KOHTpOMpPYe-
Mbl€ MCCNEeAOBaHMSA MO MPUMEHEHMIO I0-
kokopTmkocTeponaoB (FKC) npn MDA He
nposoaunucb [15, 16]. B peTpocnekTnBHbIX
HEKOHTPOJIMPYEMBIX UCCNEeA0BaHUNAX yBe-
JINYEHNS BLKMBAEMOCTIM NPU TEpannm Kop-
TUKOCTEPOMOAMMN HEe OOCTUrHYTO, OLHAKO,
HeNb3s NCKoYaTb YIy4LLEHME Y HEKOTOPbIX
6onbHbIX Ha doHe Tepanun TKC neroyHom
dyHKummM [15, 16]. Tem He MeHee, onTENb-
Hasa Tepanusa N'KC conpoBoxaaeTca pa3Bu-
TUEM 3HAYUTESIbHBIX HEXENATENbHbIX ABe-
HuiA [17].
KombuHuposaHHas tepanvs TKC v nMmmy-
HocyripeccaHTamMu

B HacTosiLee Bpems HET yoeauTenb-
HbIX JoKa3aTeNbCTB 00 yAy4lEeHNN BbIXN-
BaemMocTun 6onbHbix WDA npu Tepanun
KoMOUHMpoBaHHol Tepanuu F’KC n nmmy-
HOCcynpeccaHTamMmu (Hanpumep, asaTtmonpu-
HOM unn umknopocdamuaom). MNpun aTom,
pUCK pasBUTUS NOBOYHbIX 3PEDEKTOB KOM-
OVHNPOBaHHOM Tepanuu NepeBeLInBaoT
BEPOATHOCTb YNYYLUEHUSA NTIErO4YHON PYHK-
UMM Ha doHe KOMOUHMPOBAHHOM Tepanum
[17, 25].
MoHortepanusa N-auetuiLmcTeuHoOM

Pesynbratel 0 MoHOTEpanum N-aue-
TunumctenHom (NAC) nonydeHbl B paHOo-
MWU3VMPOBAHHOM KOHTPOJIMPYEMOM WMCChe-
noBaHmKn, Npu oueHke nedenua NKC, asa-
TUONPUHOM 1 NEPOPasbHbIM aueTUIUnCTe-
nHom [18, 25]. B HepaBHO onybGaMKOBaH-
HoMm nccnepoBaHn PANTHER-IPF He 6bii1o
NOJIYy4EHO AOCTOBEPHbLIX Pas3NuUyunin Mexay
rpynnamu NAC v nnauebo no 601bLLMHCTBY
KOHeYHbIX rnokasartenein. o gaHHbIM noc-
nepHux uccnegosaHni Tepanma NAC mo-
XeT BbITb BbICOKO 3P DEKTMBHOM Yy NALMNEH-
ToB DA c onpeneneHHbIMN reHeTUYECKN -
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MU nonumMmopdusmamn (Hanpumep, TT re-
HoTMnom TOLLIP) [19].

KombuHaumns npeaHu3osioHa, a3aTnonpu-
Ha un N-auetunumncrevHa

HepnaBHO 6blNIO0 BbIMNOSIHEHO MOBTOP-
HOe MHOIOLEHTPOBOE PaHAOMU3NPOBAHHOE
KJIMHMYECKOoe ncciegoBaHne co CpaBHEHM-
€M TPOWNHO KOMOUHMPOBAHHOM Tepanuu ¢
nnauebo [21,25], koTopoe ObINO npekpa-
LEHO AOCPOYHO NOCNE BbIABIEHUS YBENU-
YeHUs NeTanbHOCTU (PUCK HebnaronpuaT-
Horo ncxoaa hazard ratio (HR) 9,26; 95 %
N 1,16-74,1) n yactota rocnutannsauumn
(o < 0,001), B cpaBHEHUM ¢ nnauebo.

B HacTosLLee BpeMms B ieyeHnmn 6011b-
HbIX MDA He pekoMeHO0BaHO NCMNOJIb30Ba-
HME Takmx NpenapartoB, kak BapdapuH u
aMOpUCEHTaH - B KIIMHUYECKNX UCCNeao-
BaHUSAX BbISIBJIEHO yXyALIEHME MPOrHo3a
naumeHToB ¢ MDA npu nx HazHayeHumn
(Tabn. 2). He BbIIBNEHbI TAKXE W NOSIOXU-
TesnbHble 3P @EKTbI TAKUX MpenapaTos, Kak
nMmaTuHMG, cungeHadwn, 603eHTaH 1 Ma-
UMTEHTaH, NOSTOMY MX UCMOJIb30OBAHNE HE
pekomeHgoBaHo npu VDA (Tabn. 2).

K npenapatam ¢ gokasaHHOW addek-
TUBHOCTbIO Npu NnedveHnn UPOA oTtHocaTcs
TONbKO OBa mpenapara: NUPOEHNOO0H n
HUHTEAAHNG.

MHrMbuTop TMPO3UHKNHA3 — HUHTE-
,EI,aHI/I6 ABNAeTCA BHYTPUKIIETOYHLIM UHIN-
OUTOPOM TUPO3UHKNHA3, BO3AENCTBYIOLLINX
Ha pPeuenTopbl HECKOJIbKUX (pakTOPOB POC-
Ta, B TOM yncne, ¢pakropa pocra cocyauc-
TOro aHgotenus, gpaktopa pocta Gubpob-
nactoB n daktopa pocta TPOMOOLUMTOB.

Tepanust 60nbHbIX MDA HUHTEpAHN-
O0M OLEeHMBaNacb B paHOOMN3NPOBaHHbIX
KOHTPONIMPYEMBIX nccnenoBaHmMax
INPULSIS-1 n INPULSIS-2 [20, 21]. LUenbto
nepsoro nccnegosanua (Il dasa) 6bino
n3yyeHune apdeKTMBHOCTN N 6Ge3onacHocC-
TN, B KOTOPOM 4 pasHble A03bl Npenapara
(50 mr/cyt, 100 mr/cyt, 150 mr/cyT u 150
Mr 2 pa3a B CyTKU) cpaBHMBaNu ¢ nnauebo
[25]. He 6b1n0 nonyyeHo pasnvymini B ne-
TanbHOCTU Mexay 3aTumu rpynnamu. Mpo-
LLeHT 6onbHbIX co cHMxeHnem OXEJT 60-
nee yem Ha 10 % 3a 12 mec. HabnoaeHUs

OblN1 HUXE B rpynne ¢ caMoi BbICOKOW [0-
301 HUHTegaHnoba (p = 0,004), npun apyrux
[03ax 3TOT nokasaTeflb He OTAnYancs no
cpaBHeHuio ¢ nnauebo [25].

MupdeHnpoH gssseTcs nepopasib-
HbIM aHTUPUBPOTUYHECKMM NpenapaToM C
MHOXECTBEHHbIMN 3 dekTamu (perynsaumns
NPOoPUOPOTUYECKMX U MPOBOCTANINTENBHbIX
KackagoB LMTOKMHOB, YMEHbLLIEHWE NPONN-
depaunmn pndpobnacToB U CUHTE3a Kosa-
reHa) [22]. B nccneposanmn ASCEND n
CAPACITY nnpdeHnaoH Cyui,eCTBEHHO
YMEHbLUM YNCNIO BONbHBLIX CO CHUXEHMNEM
®XXEJ1 60nee yem Ha 10 % 3a 52-Hepenb-
HblA Mepuog, a TakXe CHUXan pMcKk cMep-
T Ha 1 rogy Ha 48 % [23, 25]. Ucxomsa ns
39TUX Pe3ynbTaToB, NMMPPEHNIOH Bbl1 04006-
peH B okTabpe 2008 roga ansa IPF-tepanun
B AnoHuun, a Takke B okTs6pe 2014 rona
yTBEpXaeH ansa npogaxu FDA Ha TepuTto-
pun CLUA. B 2017 r. 3aperectpupoBaH B
YKkpaunHe nop, TOproeor Mapkon Acopuer.

AHTauuaHas teparnusi

lacTpoasodareanbHas pediioKCHas
6onesHb, BkoYas 6€CCUMNTOMHbIE Chy-
yau, Habnopganack y 6onee 4em 90 % na-
umeHToB ¢ VMDA [24]. AHOManbHbIN ped-
ke aBnsieTcs GakTopoM pucka acnmpa-
LMW, KOTOPbIN MOXET Bbl3BaTb MHEBMOHMIO
1 cnocobCTBOBATb XPOHNYECKOMY BOCNAsne-
HUIO ApIXaTesbHbIX NyTen u pnbposy. Kpo-
Me TOro, acnmpauyioHHasi MHEBMOHUS yxya-
waeT TeveHne MDA 1 moxeT cTaTb GakTo-
poM pucka obocTpeHuns 3abonesaHus. Te-
panusa aHTaumgamMm, TakuMm Kak MUHrMbuTo-
pbl NpoTOHHOM nomnbl (UMMMM) n aHTaroHn-
CThbl peuenTopoB rmctammHa-2 (H2RA),
MOXET CHM3WTb 3TOT pUCK. PeTpocnekTmB-
HbI aHanM3 nokasaja 3HAYUTESIbHO MEHb-
Lee cHuxeHne OXKEJ1y naumeHToB ¢ MDA,
KOTOPbIE NOJAyYann aHTauMaHylo Tepanuio.

PeTpocnekTnBHO 3a nocnegHue 5 net
B HaweMm ne4yebHOM ydpexaeHum Habnoaa-
nocob 7 yenosek ¢ N3J1 HEYyTOYHEHHON 3TU-
ofiornn. M3 HUX y ooHOro naumeHTa AaH-
Hoe 3aboJsieBaHMe He NOATBEPAMSIOCH, He-
CMOTpSA Ha xapakTepHbin no KTBP OlK
nattepH OUI; y ogHoro 6onbHOro 3abone-
BaHMe pasBMJIOCb MOCJIE BO3HUKLLEN Cep-
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Je4yHo — cocyaumc-
TOM KatacTpodbl
(nHdpapkTa MUO-

Tabnuua 2

CpaBHeHue pekomeHgauum ATS 2015 n 2012 rr. no neyeHun UOA

kapaoa (UM)) wu PekomeHpauuu PekomeHpauuu
ObII0O OOCTUIHYTO flpenapar 2015 2012

» Y AHTUKOArynsHT BapdapvH Tepanus He Tepanus He
obpaTHOe pasBu- y p®ap pekoMeHfoBaHa pekoMeHAoBaHa
Tne n crabunusa- KombuHauma npeaHn30onoH — Tepanusa He Tepanus He
LMSI COCTOSIHUSA Ha asatmonpuH — N-auetTunumctenH peKoMeHJoBaHa pekomeHaoBaHa

CenekTUBHbI aHTaroHUCT Tepanus He
¢$boHe MOHOTEpPa- | peyentopa sHaoOTENMHA — P He paspelueHo
pekomMeHoBaHa

nun F'KC. amBpuceHTaH

M WmaTuHiG Tepanus e He paspeLueHo

preocAM MHIMOUTOP TUPO3UHKUHA3bI pekomMeHaoBaHa pasp

KTMHUYECKUIA Npun-
mMep: 6onbHoM .,

HuHTeaannb, nHrmbutop
TUPO3NHKMHA3I

Tepanusa BoamoxHa | He paspelueHo

73r., HanpaBneH K MupbeHnaoH

Tepanus He

Tepanusa Bo3mMoXxHa
pekoMeHJoBaHa

nyJbMOHOJIOTY
nocrie KoHcyNbTa-
uMu Kapamonora B

[lBOMHbIE aHTAroHWUCTHLI peuenTopa

CBA3U C BblpPaXXeH-

Tepanua He
3HOoTEnNMHa eKoMeH0BaHa Tepanus 3anpeLleHa
(BoseHTaH, MauuTeHTaH) p
MHrmbutop docdoanectepasn — 5 | Tepanus He
P ocdony P P He paspelueHo
(cungeHadun) pekoMeHoBaHa

HON OAbILLUKON AN
UCKJTIOYEHUS NaTONOrMn Nerkux.

XanoObl Ha oO6ulyto cnabocTb,
OAbILLKY MPU MUHUMANIbHON U3NYECKON
Harpy3ke, NMpuUCTynbl yOoywbs, HEXBaATKa
BO34yxa, nepmoanyeckyto 6onb B ob6nactm
cepaua CKMMAaIOLLLEro XxapakTepa, BO3HMKa-
IOLLYIO NMpu paHee OObIYHON PU3NYECKOWN
Harpy3ke (nogbem Ha Il aTax), KoTopyto
6onbHOM KynupyeT 1 O0301 N30KET aspo-
30/1b/CcNpen nopg, A3bIK, Kalwenb C Bblgene-
HMeM OONbLIOro KOJIMYeCcTBa CIN3MUCTOMN
MOKPOTbI.

U3 aHamHe3a: onnTenbHOe BPEMS
6oneet XO3J1, ctax kypeHusa 50 nayko -
net, npuHumaet cnvpuy 18 mkr 1 BOox B
neHb. UBC ctpapaeTt okono 10 nert, B gH-
Bape 2013 r. nepeHec VIM, B CBSI3K C Y4EM
npoBOAVnachb KopoHapoaHrnorpadus, rae
BbISIBNIEH MYbTU(OKANTbHUIA aTEPOCKNEPO3.
OnntenbHoe BpeMs — rmMnepToHMYeckas
6one3Hb. MNOCTOAHHO NPUHUMAET MEepPUH-
ponpun 5 mr x 1 pas B geHb, 6uconponon
2.5 Mr x 1 pas B AeHb, kapamomarHmn 75
Mr X 1 pa3 B O€Hb.

O0bekTnBHO: OO6LLEe coCcTOosAHNe
60onbHOro Taxenoe. MNpaBunbHOrO TENOCNOo-
XeHunda. OObl4HOro, nuTaHmus. KoxHble no-
KPOBbl 1 BUAWUMbIE CIU3UCTbIE LMAHOTUY-
Hbl, KOXa apsadnas. MpyaoHas kneTtka 604ko-
obpasHas. Hap nerkumm, nepkyTopHo, ne-

FOYHOW 3BYK, ayCKYyNbTaTUBHO: AblXxaHue
ocnabnieHHoe, eguHUYHbIE CyXMe XpuMbl C
06eunx CTOPOH U Menkony3blpyaTble crpa-
Ba, Y- 24 B MuH., Sa 02 90 %.. [leatenb-
HOCTb cepAua pUTMMUYHasi, TOHbI NpUryLLe-
Hbl. AL — 120/60 mm pT.CT., HCC — 98 ya.
B MWH. 93bIK BNaXHbIA, 06/10XEH OenbiM
HaneToM y KOpHS. XnBoT Msarknii, 6e360-
JNIe3HEeHHbIN nNpu nanbnaymun. NevyeHb — y
Kkpas pebepHoi oyru, cene3éHka He nasnb-
nupytoTcs. NacTo3HOCTb roNeHem, oTey-
HOCTb CTOr.

Mpwu o6cnepoBanHun: Ha OKIM- putm
cuHycoBbii, HCC — 88 B MuH., neBorpam-
Ma, npusdHakm TDK. bnokaga nepeaHen
BeTBu JIHMI, pybuoBLIe Nonsa B nepegHe-
neperopoao4yHoi obnacTtun, HapyllieHue
NPOLECCOB penonapm3aunn B nepegHene-
peropogoyHon obnactu.lNo gaHHbIM KTBP
Ok — kapTuHa 3acTos N0 ManoMy Kpyry
KpOBOOOpaLLEeHs, MPUSHAKN NIEFOYHOM M-
neprteH3nn (obwmnin nero4yHom crteon 3,1
cM), 6ynnesHon amopusemsbl (B 6azanbHbIX
ydyactkax — 6ynnbl ot 0,5 o 1,4 cm), nH-
TEPCTUUMANbHOro 3abosieBaHns nerkmx (no
Tuny “matoBoro ctekna”’) (puc. 1); Ha-
OxoKC BusIBNneH oedekT Mexckenynoyko-
BOW neperopoakn 6 mm. COpoc cneea Ha-
npaBo B Xenyao4ykax. JlIeroyHas runepreH-
3ua Il cT. (55 mm.pT.CcT). PacwupeHuve un
YMJOTHEHME KOPHS aopTbl, paclUMpeHune
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nonocten JIMN, JK, MX, rmnokmHeTnyeckmii
TMn remogmHamMmnkm. B 38 %. Cnuporpa-
dua: XEN — 77,5 %, OPB1 — 82,6 %,
OPB1/KEJT — 105,7 %; TecT 6-MUHYTHOIA
xoabbbl (6MX) 180 m.

B obuiem aHanmae kposu: He- 130 r/
n, 9p- 4,13 T/n, NN- 9,0 I['/n, CO3- 35 mm/
Y; B BMOXMMNYECKOM aHanmM3e KpoBu: 0OLL,.
ounupy6buH -15,6 mkmonb/n, npsamon -2,4
MKMOJb/N, HenpaMon -13,2 MKMONb/N,
ACT-17,8 U/L (Hopma — go 37), AJ1T-24,9
U/L (Hopma — po 40), mo4yeBmHa- 13,7
MMONb/N., FI0KO3a KPOBU-5,4 MMONb/N,
KpeaTuHunH- 0,108 mMmonb/n, XoNnecTepuH
obul.- 4,9 mmonb/n.; B obwem aHanuse
MO4YM — Oe3 NaToNorM4ecknx NU3MeHeHnn.

AwnarHos: XO3J1, knuHnyeckas rpyn-
na B, ¢a3a obocTpeHusa. bynesHasa ambpu-
3ema nerkux. JIH Il cT. JleroyHas runepteH-
3us, Il ct. UBC. CteHokapaus HanpskeHus
Il ©K. NocTuHpapkTHbIN (2013 I.) 1 aTepoc-
KnepoTnyeckuii kapamocknepos. Cocros-
Hme nocne KAl (2013r.). BropuyHbin pe-
dEeKT MeXxKenyao4kOBON Meperoponku.
MMnepToHnyeckas 6onesHb, Il ctagua, 2
cTeneHb, puck — 4. CH Il A ¢cT. ¢ Hapywie-
HUEM CUCTONNYECKON PYHKUUW NIEBOrO
xenypouka. XCH IV @K (NYHA).

BonbHOMY PEKOMEHL0BAHO XNPYPIru-
yeckoe nedenme B MIHctutyTe Cepaua Mun-
HUCTepCTBa 34pPaBOOXpPaHeHnNs YKpauHbl
(r.Knes).

B Hos0pe 2015 r. 60nbHOM ObIN NPO-
onepuposaH: nposegeHo AKLL- 2 (MMKA,

3MXA), aHespuamakTomMmuns n3 JIK, Tpom-
6ektomusa 13 JIK, nnactmka MUTpasnbHOro
KfanaHa onopHbIM KosbLomM N230.

MpY KOHTPONbHBLIX OCMOTPax Yy Nyfb-
MoHosora B 2017 r. 60nbHOW oOTMeYan CHU-
XeHune oabiwkn no wkane MRS ¢ 3 go 2
6anoB, 3adUKCUPOBAH POCT TONIEPAHTHOC-
™" K GM3nYeckon Harpyske npu 6-tm mu-
HYTHOM wWwaroBom Tecte go 320 m.

Ha KTBP OlrK B 2017 r. oTMe4yeHa
BbIpa>kEHHAs MNOSIOXNTENbHAA AuHaMmKa 3a
CYET CHUXEHUS MHTEPCTMUMANBbHbBIX NPOSIB-
NIeHU, Npu coxpaHstowercsa 6ynnesHon
3MPU3eME 1 KOCBEHHbIX MPU3HaKax Ieroy-
HOW rMnepTeH3nn (oOLLM CTBON NEro4HOM
aptepumn — 3,0) (puc. 2).

Ha cnmporpadpum, 2017 r., 3apermncr-
puposaH pocT XEJT — 91,2 %, npu He3Ha-
yutesnbHoM cHuxkeHun OPB1-75,4 %.

BonbHOM npoponxaeT NMpPpUHUMATb
cnmpuey18 Mrk x 1 BOOX B AEHb, pamun-
pun 2,5 Mr B cyTkn, atopsacTtatunH 20 Mr x
1 pa3 B oeHb, knonuagorpens 75 Mr B CyT-
K1, KapanomarHun 75 Mr ogHokpaTHo, 6u-
conponon 2,5Mr B CyTKW.

BesycnoeBHo, B nedyeHnn nioboro 3a-
6oneBaHns HeOOXOAVMO OLEHMBATL TeYe-
HWe 1 Nle4yeHne ConyTCTByloLMX 3abonesa-
HUIA.

O6Hapy>XeHHble y NauneHToB C UAM-
onaTMyYeCKNM NeroYHbIM prbpPO30M XPOHU-
yeckas oOCTpPykTMBHAs OOne3Hb NEerkux,
OBCTPYKTUBHOE anHO3 BO CHE, racTpo330-
dareanbHasa pedniokcHasa 60ne3Hb, cep-

Puc. 1. KapTuHa uHTepctuymansHoro 3abonesaHuns
nerkux (4o onepaTUBHOTO NeYeHNs)

Puc. 2. KapTuHa 6ynnesHoin amdusems!,
nHeBmorbpo3a (nocne onepaTMBHOIO NeYeHUS)
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Je4YHo-cocyaucTble 3aboneBaHus, anpdy3-
Hble 3a00NeBaHNA COeANHUTENBHON TKaHU
JOJKHBI MOABEpraTbca Tepanum B COOTBET-
CTBUW C OENCTBYIOLWMMM NPaKTUYECKUMN
pPeKoOMeHaALMSIMM, OHN Xe 3a4acTylo AatoT
BO3MOXHOCTb MPaBU/IbHO OLUEHUTL 3TUOJO-
rmio MDA, u, cooTBETCTBEHHO, BbiIOpaTh
NPaBUJIbHYIO TakKTUKY BedeHns 60NbHOro.

Jintepatypa/References
1. TaBpuciok B.K. WHTepcTuumanbHbie

3aboneBaHus Nerkux: BOMPOCHI
TEPMUHONOrMK, Knaccundbdukaumm u
AaNMaAeMmnonornn /B.K.laBpuciok//

3popos’sa Ykpainm. — 2010. —N22, — C.18-
19. / Gavrishyuk V.K. Interstitial lung diseas-
es: issues of terminology, classification and
epidemiology / VK Gavrissyuk // Health of
Ukraine. - 2010.-N22. - P18-19

2. Raghu G, Collard HR, Egan JJand ATS/
ERS/JRS/ALAT Committee on Idiopathic
Pulmonary Fibrosis. An official ATS/ERS/
JRS/ALAT statement: idiopathic pulmonary
fibrosis; evidence-based guidelines for di-
agnosis and management. Am J Respir Crit
Care Med 2011; 183: 788-824

3. Raghu G, Rochwerg B, Zhang Y, Cuello
Garcia CA Azuma A et al. An Official ATS/
ERS/JRS/ALAT Clinical Practice Guideline:
Treatment of Idiopathic Pulmonary Fibrosis:
Executive Summary An Update of the 2011
Clinical Practice Guideline. Am J Respir Crit
Care Med 2015; 192: e3-e109.

4. Travis WD, Costabe U, Hansell DM, and
ATS/ERS Committee on Idiopathic Intersti-
tial Pneumonias. An official American Tho-
racic Society/European Respiratory Society
statement: update of the international mul-
tidisciplinary classification of the idiopathic
interstitial pneumonias. Am J Respir Crit
Care Med 2013; 188: 733-748.

5.  RyuJH, Moua T, Daniels CE, et al. Idiopathic
pulmonary fibrosis: Evolving concepts.
Mayo Clin Proc 2014; 89: 1130-42.

6. Taskar V.S., Coultas D.B. Is idiopathic pul-
monary fibrosis an environmental disease.
Proc Am Thorac Soc. 2006; 3: 293-8.

7. El-Serag HB, Sonnenberg A Comorbid
occurrence of laryngeal or pulmonary dis-
ease with esophagitis in United States mil-
itary veterans. Gastroenterology 1997; 113:
755-60.

8. Lee J.S., Song J.W., Wolters P.J., et al.
Bronchoalveolar lavage pepsin in acute

exacerbation of idiopathic pulmonary fibro-
sis. Eur Respir J. 2012; 39: 352-8.

10.

11.

12.

13.

14,

15.

16.

17.

18.

19.

Hodgson U., Pulkkinen V., Dixon M. et al.
ELMOD? is a candidate gene for familial
idiopathic pulmonary fibrosis. Am J Hum
Genet 2006; 79: 149-154.

Raghu G, Weycker D, Edelsberg J, Bradford
WZ, Oster G. Incidence and prevalence of
idiopathic pulmonary fibrosis. Am J Respir
Crit Care Med 2006; 174: 810-816.

JunarHocTunka n neyeHne nouonaTnyeckoro
neroyHoro oubposa. dPepepanbHble
KnnHnyeckme pekomeHgaummn.—2016.-c30
http: //spulmo.ru / Diagnosis and treatment
of idiopathic pulmonary fibrosis. Federal
clinical guidelines.-2016.-c30

Richeldi L, Rubin AS, Avdeev S, Udwadia ZF,
Xu ZJ. Idiopathic pulmonary fibrosis in BRIC
countries: the cases of Brazil, Russia, India,
and China BMC Medicine 2015; 13: 237.

Flaherty KR, King TE Jr, Raghu G, Lynch JP
lll, Colby TV, Travis WD, Gross BH, Kazeroo-
ni EA Toews GB, Long Q, et al. Idiopathic
interstitial pneumonia: what is the effect of
a ultidisciplinary approach to diagnosis? Am
J Respir Crit Care Med 2004; 170: 904-910.

Davies HR, Richeldi L, Walters EH. Immu-
nomodulatory agents for idiopathic pulmo-
nary fibrosis. Cochrane Database Syst Rev
20083; (3): CD003134.

Richeldi L, Davies HR, Ferrara G, Franco F.
Corticosteroids for idiopathic pulmonary
fibrosis. Cochrane Database Syst Rev 2003;
(3): CD002880.

Gay SE, Kazerooni EA Toews GB, Lynch JP
Ill, Gross BH, Cascade PN, Spizarny DL,
Flint A Schork MA Whyte Rl, et al. Idiopathic
pulmonary fibrosis: predicting response to
therapy and survival. Am J Respir Crit Care
Med 1998; 157: 1063-1072.

Flaherty KR, Toews GB, Lynch JP lll, Kaze-
rooni EA Gross BH, Strawderman RL, Hari-
haran K, Flint A Martinez FJ. Steroids in
idiopathic pulmonary fibrosis: a prospective
assessment of adverse reactions, response
to therapy, and survival. Am J Med 2001;
110: 278-282.

Demedts M, Behr J, Buhl R, Costabel U,
Dekhuijzen R, Jansen HM, MacNee W, Th-
omeer M, Wallaert B, Laurent F, et al. IFI-
GENIA Study Group. High-dose acetylcys-
teine in idiopathic pulmonary fibrosis. N
Engl J Med 2005; 3583. 2229-2242.

Oldham JM, Ma S-F, Martinez FJ, et al.
TOLLIP, MUC5B, and the Response to N-
Acetylcysteine among Individuals with Idio-
pathic Pulmonary Fibrosis. Am J Respir Crit
Care Med 2015; 192: 1475-1482.

ACTUAL PROBLEMS OF TRANSPORT MEDICINE +# 4 (50), 2017




AKTYANbHBIE NPOBJ/IEMbI TPAHCITOPTHON MEAMUWHbBI 4 N2 4 (50), 2017 .

20. Raghu G, Anstrom KJ, King TE Jr, Lasky JA
Martinez FJ; ldiopathic Pulmonary Fibrosis
Clinical Research Network. Prednisone,
azathioprine, and N-acetylcysteine for pul-
monary fibrosis. N Engl J Med 2012; 366:
1968-1977.

21. RicheldilL, Costabel U, Selman M, Kim DS,
Hansell DM, Nicholson AG, Brown KK, Fla-
herty KR, Noble PW, Raghu G, et al. Effi-
cacy of a tyrosine kinase inhibitor in idio-
pathic pulmonary fibrosis. N Engl J Med
2011; 365: 1079-1087.

22. Richeldi L, du Bois RM, Raghu G, Azuma A
Brown KK, Costabel U, Cottin V, Flaherty
KR, Hansell DM, Inoue Y, et al.; INPULSIS
Trial Investigators. Efficacy and safety of
nintedanib in idiopathic pulmonary fibrosis.
N Engl J Med 2014; 370: 2071-2082.

23. Oku H, Shimizu T, Kawabata T, Nagira M,
Hikita I, Ueyama A Matsushima S, Torii M,
Arimura A Antifibrotic action of pirfenidone
and prednisolone: different effects on pul-
monary cytokines and growth factors in
bleomycin-induced murine pulmonary fi-
brosis. Eur J Pharmacol 2008; 590: 400-
408.

24. Leslie KO, Gruden JF, Parish JM, Scholand
MB. Transbronchial biopsy interpretation in
the patient with diffuse parenchymal lung
disease. Arch Pathol Lab Med 2007; 131:
407-423.

25. Adapted from Raghu G, et al. Reprinted with
permission of the American Thoracic Soci-
ety. © 2015 American Thoracic Society,
from: Raghu G, Rochwerg B, Zhang, et al.
2015. Am J Respir Crit Care Med. 192: e3—
19

Pe3iome

CYYACHI Y4BJIEHHA MPO
IAIONATUYHWNIA DIBPO3YOHNIA
AJIbBEOJII
Koanescbka J1.A., TopbeHko T.M.,
XKypakoscekuvi P.A., LLkonsgpeHko A.T1.,
ManuHosceka O.H., boraumk O.C.

Y cTaTtTi npeacTasfeHi cy4acHi norns-
OV Ha Npobnemy iHTepCTULjaNbHUX 3aXBO-
pioBaHb nereHie. Ha nigcrtaei enigemio-
JIOriYHi goCnigkeHb i MiXXHAPOOHUX PEKO-
MeHaauin, onucaHi MeTogn AiarHOCTUKKU
(meTanbHO PO3MSAHYTO NAaTEPH igionaTnYHOI
iIHTEPCTULINHOT MHEBMOHIT NpN MynbTU-
cnipanbHin KOMMN’IOTEPHIN TOMOrpadii) i
NiKyBaHHS igionatuyHoro ¢ibposyoyoro
anbBeonity. HapaHi kputepii giarHOCTUKK

I®A. OnucaHi npenapaTu, WO BUKOPUCTO-
BYIOTbCS 3riAHO MiXXHapPOLHUX PEKOMEH-
nauin, ans nikysaHHs IPA: iHribiTop TMpO-
3MHKIHA3 HiHTemaHi® i nipdeHigoH.
KniHiYHMM npuknagomMm nokasaHo Bax-
JNINBICTb OLHKKM KOMOPOITHUX CTaHIB y XBO-
pux IPA, a Takox, Npu ix HASABHOCTI, TPYyA-
HOLLi B NPOBEAEHHI gudepeHLianbHOoi ajar-
HOCTUKWU. Bia3Ha4yaeTbCa BaXNMBICTb iHON-
BiAyanbHOro Mmigxo4y B TakTULi BeOeHHS
XBOPOro.

Knioyosi cnoBa: iHTepcTuvLiasibHi 3aXBO-

PIOBaHb J1IereHiB, igionatnyHnii gibposyro-
Yupi asbBEOJIIT, MyJibMUCHipasbHa KoM’ -

toTepHa Tomorpaagis.

Summary

MODERN IDEAS ABOUT IDIOPATHIC
PULMONARY FIBROSIS
Kovalevskaya L., Horbenko T.,
Zhurakovskii R., Shkolyarenko A.,
Malinovskaya O., Bogachik O.

The article presents modern views on
the problem of interstitial lung diseases. On
the basis of epidemiological studies and
international recommendations, diagnostic
methods (a detailed study of the Radiologic
pattern in interstitial pneumonia under high
resolution) and the treatment of idiopathic
pulmonary fibrosis are described. The
criteria for the diagnosis of IPF are
presented. Sufficient attention was paid to
the recommended medicines for the
treatment of IPF. They are tyrosine kinase
inhibitor nintedanib and pirfenidone. Clinical
example shows the importance of
assessing co morbid conditions in patients
with IPF, and also the difficulty in conducting
differential diagnosis in their presence. The
need for an individual approach in the
tactics of patient management is
highlighted.

Key words: interstitial lung diseases,
idiopathic pulmonary fibrosis, high
resolution computed tomography.

Bniepsbie noctynuna B pegakumvio 05.11.2017 r.
PekomeHpgoBaHa k rnedaty Ha 3aceaaHum
penakumMoHHOM KOJIJIEruv rocse peLeH3npoBaH s
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