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OCOBEHHOCTU 1 BAPUAHTbI TEYEHUA

UANONATUYECKOIO IEFOYHOIO ®UBEPO3A

IMTaTosmorust OpraHoB AbIXaHus — 9T0 «6ua XXI
Bekar. Vigmonaruueckuit jerounoi ¢uopos (NId)
OTHOCUTCA K TDYIIIIE MAUOIIaATUYECKNUX MHTEPCTU-
IMaJbHbIX THeBMOHMI (MIUIT).

Knaccudmkanmsa UIII

1. OcHoBHbIe UUIT:

- UAVIOTIATUYECKUIA JIETOUHBIN p1OPO3;

- yauoraTuyeckasl Hecreuypuieckass MHTEP-
CTULIMAJIbHAS THEBMOHMS,;

- pecrupaTOpHbIii OPOHXUOIUT — MHTEPCTULIN-
aJibHOe 3a00JIeBaHMeE JIETKUX;

- IecKBaMaTMBHAsl MHTEPCTULMATIbHAs ITHEB-
MOHMUS,;

- KPUIITOTeHHAsl OpraHU3YIolasi MHEBMOHMUS;

- 0CTpasd MHTepCTUlMaJibHas ITHEBMOHMSI.

2. Penkue VNUII:

- yayonatudeckas JMMGOUIHAS MHTEPCTULINA-
aJibHasi MTHEBMOHMS,;

- UAMONATUYECKUI IIJIeBPOIIapeHXMMATO3HbIN
(ubpoaTenexras.

3. Hexnaccudunmpyemste MUII [2].

ITo onpenenenuio PoccuiiCkoro pecrmpaTopHO-
ro obmiectsa, UJI® - aro ocobas popma xpoHuye-
CKOJi Imporpeccupyionieii Gubpo3mpyroein MHTep-
CTULMAIbHOJ MHEBMOHMM HEU3BECTHOI 3THOJIO-
MU, KOTOPasi BOSHMKAeT MPeVMYIIECTBEHHO Y JII0-
Jleli cTapiiero Bo3pacTa, IopakaeT TOJNbKO JIeTKue
M CBSI3aHA C I'MCTOJIOTMYECKUM I/I/I/UII/I PEHTTEeHO0JI0-
TMYECKUM IaTTEPHOM OOBIUHOV MHTEPCTUIIVAID-
HOJ1 THEBMOHUMN.

WO asnsietcst Haubosee yactoit hopmoit MAUTI.
Ha ero gosmto npuxonutcs no 80-90% ciyuaes [3].

NJI® He npMHALJIEXUT K KATErOpUM peaKux 3a-
OoieBaHMIT JIETKUX U XapaKTepPU3YeTCs Upe3BbI-
YaitHO H€6JIaI'OHp]/[$[THbIM IIPOrHO30M: I10 JaHHbIM
Pulmonary Fibrosis Foundation, cpemusis mpomoii-
SKUTETBHOCTb SKM3HM OONbHBIX OT MOMEHTa yCTa-
HOBJIEHMSI IMarHo3a CcocTasjsieT oT 2,5 mo 3,5 jer,
6osee 2/3 TMalMeHTOB YMMpPAIOT B TeueHue 5 Jier.
I[To cBemeHMsIM AMepPUKAHCKOTO TOPaKaIbHOTO 06-
11ecTBa, pacrpocrpaHeHHocTs IO gocturaet 20,2
cnyvas Ha 100 Teic. cpenyu MyxkuuH U 13,2 — cpe-
I KeHIIYH. 3a60/1eBaeMOCTb COCTAB/SIET B Cpefi-
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HeM 11,3 ciryyas B rog Ha 100 ThIC. y My)XuMH 1 7,1
-y xeHmuH. [Toka3zaTenu 3a6071eBaeMOCTH U pac-
npocrpaHeHHOCTU WJID 3HAUUTENbHO 3aBUCST OT
Bo3pacra. Tak, e B BO3pacTHOM rpyiie or 18
o 34 et 3aboneBaemoctb UJI® cocraBiser 0,4 Ha
100 ThIC., TO Cpeny Il B Bo3pacte 75 jieT u crap-
me — 27,1 Ha 100 TbIC.; pacnpocTpaHeHHOCTb — 0,8
n 64,7 Ha 100 TbIC. COOTBeTCTBEHHO [1]. CnenyeT OT-
METUTD, UTO Y GOJIbHBIX C XpOHM‘{eCKOﬁ I1aToJIOIrm-
el OpraHoB bIXaHus, TakoV Kak NJID, oTmevaroTcs
HM3KMe NOKa3aTeNu KauyecTBa XXU3HU. DTO caenyeT
YUUTBIBATDH, TaK KaK KauyeCTBO JXM3HM MOXXET pac-
CMaTpMBATHCS KaK BaKHbII CaMOCTOSITENIbHBIN I10-
Ka3aTeslb COCTOSIHMS OOJTbHOTO, a €ro IMHAMMKa B
Xo4e JieueHst MOXKeT MMeTb He MeHblllee, a MHOrga
U GoJiblliee 3HaUeHMe, 4eM OObIUYHO OlLieHVMBaeMble
KIIMHUYEeCKMe rmapamMmeTpsbl.

IMorennuaabHbie hakTOphl pricka NJID

1. Kypenne curapet. KypeHue cTporo accoumm-
pyetcst ¢ pa3ButueMm UJI®, 0co6eHHO Y JIUIIL CO CTa-
KeM KypeHus 6omee 20 rmavek-jgeT. 3TO OTHOCUT-
€SI KaK K CeMENHOM, TaK U K CIopagndeckoit ¢pop-
me WIO [5].

2. BHemiHecpenoBble MHTAISLMOHHbIE BO3ENi-
CTBUSI, He CBSI3aHHbIe C KypeHueM. IIOBbIIEHHBIN
puck passutust WID accoumuupyercs ¢ MUPOKUM
CIEeKTPOM HeOPraHMUYeCKOM ¥ OpraHm4eCcKo b,
C KOTOpOJi YeoBeKy MPUXOLUTCS MOCTOSSHHO KOH-
TaKTUPOBATh.

3. BupycHas uHdekIius. Mizyuasach BO3MOXKHas
sTuonornyeckasl poiab npu WO pasnnyuHbIX BU-
pycoB (dnuurteliHa-bapp, uuTOomMeranoBupyca, Bu-
pycoB renatura C, repriecBUpycoB u I1p.). OgHaKo
ObLIM OITyOJIMKOBAHbBI MCCIEIOBAHMSI, HE IO TBEPIK-
Jarolye Takyo accounaunio. OLeHka npeaosara-
eMOJi accoumalmyu MeXAy BUPYCHBIMU U MUKPOO-
HbIMM areHTamu U WD 3aTpypHeHa TeMm, UTO Ia-
LMEeHTbI 0ObIYHO MOTYYAIOT UMMYHOCYITPEeCCUBHYIO
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Tepamnuio, KOTopasi MOTEeHIIMAIbHO JeylaeT MHGEK-
LIMI0 OCJIOXKHEHUEM.
TeHeTHueckue GPaKkTOPHI

B kavecTBe OmHOTrO M3 TIpeapacIionaralimnx
daktopoB mpu cemeitnom UJI® paccmaTtpuBaeTcst
red ELMOD2, nokann30BaHHbIN B Xpomocome 4q31
U SKCIIPECCUPYEMBIN B JIETOUHBIX STIUTETUOLATAX U
abBeOISIPHBIX Makpodarax [6]. CemeiiapiM U,
WIN CeMeHOM MAMOMaTUIeCKO MHTEePCTUIIMAIIb-
Ho¥t mHeBMOHMel (MUII), cuMTaloT mOATBEPXKIAEH-
HbIlt cryuait UUIT y 2 u Gosee WwieHOB OTHO ce-
mbu. CemeitHas ¢opma UJI® ¢ rucTONOrMYecKUM
MaTTePHOM OOBIUHOV MHTEpPCTULMATbHON ITHEB-
MOHMM, BO3MOXXHO, HaCJIeAyeTcsl M0 ayTOCOMHO-
OOMMHAHTHOMY TUILY [7].
BapmuanTtsl TeueHus NP

Honroe Bpemsi cumTtanoch, uyto ajnsg WD xa-
pakTepHO MeJJjIeHHOe MPOTpecCupoBaHNe, OOHAKO
IaHHbIE TOCJIEIHMUX UCCIeN0BaHMIi TOBOPSIT O TOM,
YTO CyIIecTBYIOT deHOoTUIbl WJID ¢ pasmmuHbIMU
BUIaMM ITpOrpeccupoBanms 3a6omeBanms [8].

OdwuinanpHoe TTonokeHre AMepPUKaHCKOTO TO-
paKkaJIbHOTO OOINEeCTBA BbIAEISET C/IeAyIole Ba-
pyvaHTbl TeueHus UJID:

- cTabwIbHOE (MEIJIEHHO MTPOTPECCUPYIONIEE);

- GBICTPOIIPOTPECCUPYIOIIEE;

- TIepUOABI PELVIMBOB TP JIIOOOM BapuaHTe.
Knuanyeckue nposiBaeHust

OCHOBHBIMM Kaj106aM¥ Y OONBIIMHCTBA TAIK-
eHTOB ¢ NJID g9BIAI0TCS MPOTPECCUPYIOLIAs OLbINI-

lNMopospenne na HJID

:

Haenmudpuunpyemuie npranns: H3J1

Ka M CyxOil Kauenb. bosnee penkue CMMIOTOMBI —
IMCKOMGOPT B TPYIHOI KJIETKE M TaK Ha3bIBaeMble
KOHCTUTYLIMOHAJIbHbBIE MPU3HAKU (YTOMIISIEMOCTb,
cyodebpmIbHas IMXOpaaKa M CHVDKEHME MacChl
Tena). Y HEeKOTOPBIX IalyueHToB ¢ UJI® mepBbiMu
HaxoJKaMU SIBJISIFOTCS He peCIpaToOpHbIe CUMIITO-
MBI, 8 U3MEHEeHME JIETOYHBIX (QYHKIIMOHATbHBIX T1a-
paMeTpoOB WM HAHHBIX KOMITbIOTEpPHO} TOMOTIpa-
(bum BbICcOKOTO paspenieHust. [IoUTH y BCex manyeH-
TOB ¢ WJI® nipu ayCcKyabTalyy BbICAYIIMBAETCS UH-
CIIMpaTOpHas KpenuTalys B 3aJHe6a3aabHbIX OT-
JleJlaX JIeTKUX, KOTOPYI OMMCBHIBAIOT KaK «XPUIIbI
Velcro», OKOJIO TOJIOBMHBI MALIMEHTOB MMEIOT U3-
MeHeHMsI KOHIIeBbIX (hajIaHT MaJiblieB B Bue «bapa-
6GaHHBIX MMAJIOUEK». Y GOJIbHBIX C Ja/IeKO 3alle/IIm-
MM U3MEHEHUSIMM MOTYT IPUCYTCTBOBATh (U3U-
KaJIbHbIe MMPU3HAKY JIeTOUHOI rurnepteH3uu (JII') u
JIETOYHOTO CepAlia, TaKMe KaK akIeHT BTOPOTO TOHA
HaJ, JJIeTOYHOM apTepueit, CUCTOMUYECKUI IITyM TPU-
KyCIMAQIbHOM peryprutanuu, nepudepmuyeckme
oteku. Ilnano3 u nepudepmyeckue OTEeKM TaKKe
OTHOCSITCS K TO30HUM npusHakam WO [9, 10].
JduarHocruka
[TauieHThI € TIOA03peHMemM Ha UJID (Haripumep,
6GOJIbHBIE C OOBIIIKOM HEeSICHOIO reHe3a V/MiIy Kalll-
JieM C T0Ka3aTe/bCTBaMU MHTEePCTUIIMAIBbHOTO 3a-
60seBaHus IeTKuX — M3JI) mo/KHbI ObITh TIIATEb-
HO 00ciemoBaHbl OIS UAEHTU(PUKALMU TPUUMH
N3JI. AIropuT™ OMAarHOCTUKYU MAIMEeHTOB C MOAO-
3peHuem Ha MJI® npexncrasieH Ha pUCyHKe 1.
MepgukaMeHTO3Has Tepanus
B mocnegHee pecsiTunerue B
CBSI3U C YIyYII€eHVEeM MOHUMAaHMUS
natoreHesa MNJI® momxombl K Me-
Jla IMKaMeHTO3HOJ Tepanuu IpeTep-

neji 3HAUMUTe/IbHbIe M3MeHEeHMSI.
PaHee B TeueHMe MHOTUX JIET CUM-
TaJIOCh, YTO IEPCUCTPUPYIOIINIA
BOCITQ/INTEIbHBIN TIPOIIeCC JerKux
MPUBOAUT K Pas3BUTUIO JIETOUHO-
ro ¢ubposa u HeoGpPaTUMBIM WU3-
MeHeHUsSIM JierkuX. Kak ciefctBue
3TOr0 B KauecTBe OCHOBHOI Tepa-

)
we OMIY iy WI@ paccMaTpuBamich Ipe-

Her
KTBP
oMn Bowsoaaiaa OMIT
Hecoomsetcrane OHIN
Xupyprudeckasn Gnoncus
AErKOro

OHn

M/

!

HWid/ne WD

Hl®

Puc. 1. AnropuT™M AMarHOCTMUKY MMallMEeHTOB C Iofo3peHueM Ha UJIO [5].

Bepostias OHITBoawmosmas OHIT
Hexmacardunpipyounsii pubpo

rnaparspl, MOAABSIIONIVE BOCIIAIN-
TEJIbHbII M MMMYHHbBII OTBETHI, —
rmroKokoptukroctepouabl (I'KC) u
uutoctaTuku. CerogHs cumTaeTcs,
uro UJI® gBigeTrca pesylabTaTOM
abeppaHTHOTO penapaTMBHOTO Me-
XaHM3Ma, KOTOPBIN CJiefyeT 3a nep-
BUUYHBIM MOBPEXIEHNEM SMUTENNS
JIETKUX. DTUM MOXHO OOBSICHUTH
TO, YTO CTpaTerusi, HalpaBieHHas
Ha yMeHbIIIeHNe JIerOYHOTO BOCIa-
nenust ('KC n mMmyHOCyTIpeccaH-
ThI), OKasajach He3(pdEeKTUBHOI

ne Wid
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Ta6imua.
PexomeHpanuu Poccuiickoro pecnupaTopHOro obiiectsa B OTHOLeHMM ieuenust IO [6]
PekoMeHI0BaHO Tepanus Tepanus Tepanus
He HAa3HAYaTh He PeKOMEeHIOBaHa BO3MQXKHA DEKOMEHJIOBAHA
TporiiHas Teparnus (KomOouHaLus rpegHU30- AHTHU KCHast
poJiHas Tepa (KombuHar penHu3o TKC pedniokcHa Huurenauus
JIOHA, a3aTuonpyuHa u N-auneTuInyucTenHa) Tepanus
AHTHUKOATYASHTbI LurocraTnku IMupdberngoH
AmOpuceHTaH Konxuunu

Luxnocropus A

Wurepdepon-g-1b

boseHTan

MauyTteHTaH

JTaHepuUenT

Cunpenadwr

VmaTtuHuno

N-aueTunuucTenH

npu NJI®. B HacTosIee BpeMs IpeaIiouTeHne OT-
JIaloT IpernapaTaM ¢ aHTU(GUOPOTUUECKMMU CBOJi-
ctBamu [11].

Pexkomenpgatyy ITooskeHMS 110 JIEUEHNIO O0Tb-
HbIX ObLIM OCHOBAHbI Ha MpPeACTaBIeHusIX 06 UJID
KaK XpOHMUECKOM BOCHAIUTETbHOM MHTEPCTULIM-
aTbHOM 3a00JIeBaHNM JIETKUX C MOpPakeHMeM ajib-
BeoJI (JIbBEOJIUT), B ITaTOT€HEe3e KOTOPOTro Mpolecc
bubposupoBaHus SABISIETCS (QUHATBHBIM KOMIIO-
HeHTOM [12]. Tlocnegune pekomenpanuu Poccuii-
CKOTO PeCIMpPaTOpPHOro OOINeCcTBa B OTHOIIEHUM
neuenust NJI® npencras/ieHbl B TaOIUIIE.
HemepgukamenTo3Has Tepanus UJI®

- IIUTeNbHAasl KUCJIOPOJIOTepanus;

- TpaHCIUIAHTAIUS JIeTKUX;

- UBJI mpu pa3BUTUM ObIXaTeIbHOI HeZOCTa-
TOYHOCTMU;

- JleroyHas peabuautanus [6].

Hamnbosnee 4acToii mpUUMHOM CMEPTU OGOIBHBIX
WNJI® gBnseTrcs pgbIxaTelbHasi HeOZOCTaTOYHOCTh
(oxono 40%), mpyrumu NPpUYMHAMMU JIeTaabHO-
CTU SIBJISIIOTCSI CepAedHasi HeOCTaTOUHOCTb (14%),
6poHxoreHHast KapuuHoMa (10%), uimemmueckas
6one3Hb cepaua (10%), nerouHbie U BHeJIETOUHbIE
uHbexuuu (7%), TPOMO03MOO/IUS JTIETOUHBIX apTe-
puit (3%) u gp. [13].

[MpoaHanM3upoBaHbl JaHHbIe 16 MUCTOpUIl 6O-
ne3un. Cpeny GOTBHBIX GBICTPOIIPOTPECCUPYIOIIEe
TeueHMe OTMeueHoy 7 (43,75%), ymepnu 3 mauyeH-
ta (18,75%), y 37,5% — crabuibHOe TeueHue. IIpu-
BOAMM KIMHUYECKUIA CTydail CO CTaOMIbHBIM M€/ -
JIEHHO IIpOorpeccupyrimmm treuenem NJIO.
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KNIUHUYECKUN CAYYUYAN

Bonbuast 3., 59 Jyet, HaxoAWIACh B ITYIbMOHO-
ngorunueckoM otaenenuu JOKTMO c despans 2017
roga.

[MocTymmia ¢ kayobamMy Ha OJBIIIKY, BO3SHMKA-
IONIYIO TIPY He3HAYMUTENbHOM (PU3MUecKoil Harpys-
Ke, Xomb0e ¥ pa3roBope, peaKuil Kaliesab ¢ Tepuo-
IMYEeCKUM OTXOKAeHNeM MOKPOThI CIM3UCTOTO Xa-
pakTepa, c1aboCcTh B HOTAX, OOIIYIO CJ1a60CTb.

Cuntaet ce6s 60mbHOI ¢ 2008 roma, korga ma-
IIMeHTKa CTajga OTMeuaTh OABIIIKY M Kalleb. [Ipu
BBITIOJIHEHUM pPEHTTeHOTrpaduu OpPraHOB T'PYIHOI
kietku (R-OT'K) BoisiBiieH Aud@Y3HbIA MHTEPCT-
LIMaJbHBIN Ipoiecc B Jerkux (puc. 2.). bein 3amno-
nJo3peH WUJI®, ogHaKo OT 6MOIICHM JIETKOTO O0IbHASs
otkasasnack. [Io 2011 roga Habmoganach y Tepares-
Ta TI0 MEeCTy XMUTeJIbCTBA, JleueHue He IoayJaa.
Pe3ynbTaThl KOMITBIOTEPHO TOMOTpaduy OPraHOB

Puc. 2. BonbHas 3., peHTreHorpadusi OpraHoB Ipyi-
HOI1 knetku, 2008 T.
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Puc. 3. bonpHast 3., CKT opraHOB rpymgHOJ KJI€TKH,
HOsI6pb 2011 1.

rpygHoi kneTku (KT-OT'K), BbIIOTHEHHOV B HOSI-
6pe 2011 roma u B HOosi6pe 2012 ropa, mpencrasie-
HbI Ha PUCYHKax 3 U 4.

C mapra 2014 roma 60/bHast OTMEYAET YCUIIEHNE
OIBIIIKY, Kauisi. KOHCyIbTMPOBaHa ITyJbMOHOJIO-
rOM, BBITIOJTHEHA peHTreHorpacdus opraHoB I'Py-
HOI KeTKu (PUC. 5.), TOCTABJIEH AMATHO3 <UIUO-
MaTUYeCKUii JIETOUHbIN (UOPO3», Ha3HAYEHBI CU-
CTEeMHbBIE ¥ MHTAJSLVOHHbBIE [TIIOKOKOPTUKOCTEPO-
WUJIBL.

B muHamMuke TeueHus 3aboneBaHus nmo 2017
rofa OTMevaeTcsl CTabMIbHOE TeUeHue Mpoliecca:
KT OIK - 6e3 u3MeHeHMii, CTeIeHb ONBIIIKIM OCTa-
eTcst npeskHedt. C gpeBpanst 2017 roma ofpliiika craia
HapacTaTb, Ha KT OI'K oTmeueHa oTpuiiaTeynbHas
muHamuka. C 2018 roga 601bHOI HasHAUeH JcOpu-
et (Pirfenidone), KoTopslit OHA MOTyYaeT IO HACTO-
siniee Bpems.

OO6GDBEKTUBHO: COCTOSTHME CPeIHEll CTEereHu Tsi-
skecTu. JINIIO OAYTIOBATO, IIMAHO3 TYO, TIEPKYTOPHO
HaJ, JIEeTKMMU — JIETOYHOM 3BYK C y4aCTKaMM YKO-
pOYeHMs B HIDKHUX OTHesax. JIbIxanue Be3UKysip-
HOe, 0C/Tab/IeHO, KPEMUTUPYIOIIME XPUTIBI C BYX
CTOpOH. YacToTa AbIxaTeqbHbIX ABIDKEHUI — 22 B
MUHyTY. SpO2 — 87%.

Puc. 4. bonbHas 3., CKT opraHoB TpymHON KIETKH,
HOs16pb 2012 T.

Puc. 5. BonbHas 3., peHTreHorpadusi OpraHoB TPy -
HOV KneTky, Mapt 2014 1.

JlaHHbIE OOIOJHUTEIbHBIX MCCIeIOBAHMI: 00-
Iyie aHaaM3bl KPOBM, MOuM — 6e3 IaToJOTUM;
R-OIK ot 03.02.2017 roga — auddy3HOo BO BceX OT-
Jlenax Jerkux JIeTOUHOM PUCYHOK yCUJieH, ¢ Hau-
YyeM MeJIKOSTUenCcToi medopMaliyiy JIETOUHOTO py-
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Puc. 6. bonbuas 3., CKT opraHos rpygHoii kineTky, 2017 T.

CyHKa 3a cueT AMdQY3HOTO MHTEPCTULMATBHOTO
npoiiecca jerkux. [lo cpaBHeHnto ¢ R-OTK ot cen-
Ta6pst 2016 roma nvbdy3HBIT MHTEPCTULIMATbHBI
MPO1IeCC YBeTUUNIICS.

KT OI'K - mnddy3HbIi MHTEpCTULIMATBHBIN ITPO-
11eCC C HaJIMYMeM COTOBOTO JIETKOTO U BbIPasKeHHOI
CUMIITOMAaTUKOM MaTOBOTO CTeKJa (puc. 6.).

UccnepoBanue GyHKIMM BHENTHETO JbIXaHUS:
O®BI1 - 52%, pe3kue HapyIIeHUs TT0 PECTPUKTUB-
HOMY THUITy. 3HAUMUTEJbHbIE HApyIIEHUS 1O 06-
CTPYKTUBHOMY TUITY. DJIeKTpOKapauorpadus — me-
perpyska IpaBoro Mpeacepansi, HermoyHasi 610Ka-
Jla TIpaBoii HOXKKM ITyuka ['Mca. dxokapayuorpadms
- JlaBjieHKe B JierouHoit aprepum 30-35 mmHg,
YIJIOTHEHME CTEHOK aopThl, CTBOPOK a0pTa/IbHOTO
U MUTPAJIBHOTO KJIAMaHOB, HAaUYaJIbHOE paciiupe-
HHe TI0JIOCTY JIEBOTO Mpeficepansi, HapylieHue aua-
CTONMYECKOI (DYHKLIMM JIEBOTO KeTyI0UKa.
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[lpuBeneHHBIVi HaMM KIMHWUYECKUII Ciydai
TIpMMevaTesieH Cpas3y HeCKOIbKUMU OCOOEHHOCTSI-
vu. OH CBUETENbCTBYET O JJIUTEIbHOM CTaOUITh-
HOM TeUYeHUM WAMOMATUUECKOTO JIETOUHOro (u-
6po3a (6osee 9 j1eT), a TaKKe O peluauBe 3a60/IeBa-
HMSI, HECMOTPS Ha TepaInio, MPOBOAVMYIO CUCTEM-
HBIMM TTTIOKOKOPTUKOVAAMMA.

BblBO/bI

Y nauuenToB ¢ WJI® oTMevaeTcs BbIpaskeH-
Has OJbIIIKA U CHUKEHMe ITI0BCeHEBHOM aKTUBHO-
CTU, BO3MOKHOCTM TE€PAMU OTPaHNUEHbI, 60JIe3Hb
MMeeT OUeHb IIOXO0M MPOrHo3. Y nauueHTos ¢ UJIo
HaOJIOMAIOTCS Pa3MYHble BAPMAHThI TEUEHUS 3a-
6oseBaHus: y omHux VJI® mporpeccupyeT MejieH-
HO, Y APYTUX pa3BUBAIOTCs o6ocTpenus NJID, y Tpe-
ThUX 60JIe3Hb TPOTPECCUPYET OUEHb OBICTPO [3].
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T'OO BIIO «ToHeyxuii HayuoHatbHolli MeduyuHckutli ynusepcumem umeru M. Topskozo», JJoHeyx

OCOBEHHOCTHU U BAPUAHTBI TEUYEHUS UIVONATUYECKOTO JIETOYHOTO ®1BPO3A

VnyuomaTuueckuii JerouHoit ¢ubpo3 OTHOCUTCS K
IpyTIe MHTePCTUIMAIbHBIX MMHeBMOHMI. B mocnenHee
BpeMsl BCTPeYaeMOCTb [JAHHOV MaTOJOTMM BO3pOC/a,
MPOTHO3 He6JIaTOIPUSITHbIN. BbIIe/NSII0T BO3SMOKHbIE Ba-
PUAHTBI TEUEHMSI: CTa6WIbHOE (MeJIEHHO MPOrpeccupy-
Iol1lee), 6BICTPOIIPOrPeccUpyIollee, TepUOIbI PELIMANBOB
Tp¥ 11060M BapuaHTe.

[TpuBeneH KIMHMYECKUIA CITydait, KOTOPBI IpuMeyda-
TeJlleH cpa3y HeCKOIbKMMM ocobeHHOCTsIMMU. OH CBUIE-
TEIbCTBYET O IJINTEBHOM CTaOMIBHOM TEYEHUM UAMO-
MaTUYECKOTO JIerouHoro gpubposa (6osee 9 yet), a TakKe
0 penyayBe 3ab60ieBaHMS, HECMOTPSI Ha Teparnuio, mpo-
BOAMMYIO CMCTEMHBIMMU TTFOKOKOPTUKOUAAMMA.

VY nauyeHTOB ¢ WJI® oTMeuyaeTcs BbIpaskeHHas O bl -
Ka U CHMKeHMe MOBCeIHEeBHO aKTUMBHOCTH, BO3MOKHO-
CTU Tepanuy OrpaHuYeHbl, O0Je3Hb MMEET OUEHb IIIO-
X0t MpoTHO3. V manueHToB ¢ MJI® HabmomaioTcs pas-
JIMYHbBIE CIIeHAPUY TeueHus 3a60eBanuus: y omHux NJID
MporpeccupyeT MeaJIeHHO, Y IPYIUX Pa3BUBAIOTCS 000-
crpenns WID, y TpeTbux 60ie3Hb IIPOrPeCcCUpyeT OUeHb
6BICTPO.

Knroueesle cnoea: viayornaTUIECKUii JT€TOUHON u-
6p03, KauecTBO JKM3HM, BapUaHTbl TeUeHMs, KIMHUUe-
CKUIi CJTy4dain.

N.E. Monogarova, N.L. Miheeva, A.A. Zeynalova, T.V. Zakomoldina, E.R. Tsirkovskaya, A.V. Sochilin

SEI HPE «M. Gorky Donetsk National Medical University», Donetsk

CHARACTERISTICS AND COURSE VARIANTS OF IDIOPATHIC PULMONARY FIBROSIS

Idiopathic pulmonary fibrosis relates to interstitial
pneumonia group. So far, intensity of the pathology un-
der consideration has grown, and prognosis is poor. Pos-
sible course variants specified are: slowly progressing,
rapidly progressing, and recurrent periods for either of
variants.

The given case history is interesting for several fea-
tures at once. It shows the long-time stable course of id-
iopathic pulmonary fibrosis (more than 9 years) and also
about the disease recurrence, despite the ongoing thera-
py with systemic glucocorticoids.

Pronounced dyspnea and reduction of activities of
daily living are reported in patients with IPF, therapy op-
tions are restricted, the disease has an extremely poor
prognosis.. Various scenarios of the disease course are
observed in patients with IPF, in some patients IPF pro-
gresses slowly, in others exacerbations of IPF develop, in
third, the disease progresses very quickly.

Key words: idiopathic pulmonary fibrosis, quality of
life, course variants, case history.
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