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Mnmepcmuyuanvrote 3abonesanus neekux (M3J1) - obuupHas epynna namonosudeckux cocrmosHuti,
NPOSABNAIOULUXCS 80CNATIeHUEM U PUOPOMUUECKUM PEMOOETUPOBAHUEM JIe204H020 uHmepcmuyus. ITpuuem
BLIPANEHHOCTND U B3AUMOCBA3b IMUX NPOUECCO8 MOZYI CYULECBEHHO PA3TULAMBCS NPU PASHBIX HO30/I02UHECKUX
popmax V3JI. Bopascernocmv ¢pubpo3a 1e204H020 UHMEPCIMUUUS U MEMNbL €20 NPOPeccull ABIAIOMCS
sadcHeliulell NPOZHOCMUUECKOTi OetepMUHAHINOLL U ONPedenIOUUM PAKIMOPOM 8 6bI00pe Mepanesmuueckux
cmpamezuii. Ins onucanus VI3JI, komopoe He3a8UCUMO 0 HO307102U4eCKOti hopMbL 6 OnpedeneHHblil MOMEHM
HA4UHAem NPOABIAMb NPUSHAKU HEYKIIOHHO20 NPOZPecCUPOBaHUsL PUOPO3UPOBaHU, ObL NpednoteH mepmun
«npoepeccupyrouuii pubpos nezkux». B cmamve npoananusuposaro cospemerroe cocmostue npobnemot VI3J1I ¢
npoepeccupyouum Gubpomuueckum GeHomunom.

Kmouesuvie cnosa: unmepcmuyuanvroie 3a6onesanus neekux, M3JI, pubpos, anmugubpomuuexas mepanus,
UoUONamMuHeckuti 1e204Hblil Pubpos, capKoudos, 2UNepHyscmeuUrnesvHblli THEBMOHUM, UHIMEPCIMULUATIDHAS NHEBMOHUS
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HTepCTHUIMabHble 3aboneBannst nerkux (V3J1) —
MI‘ETCPOFCHHaﬂ rpymmna 3abojeBaHuil, XapaKTepu-

3YIOIIVIXCA OpaXKeHNeM JIETOYHOTO MHTEPCTHULIVLA
U IVICTA/IbHBIX OT/E/IOB AbIXaTeNbHbIX Iy Tell. VI3JI oxBarhI-
BAaIOT MHO>KECTBO Pa3sHOOOPa3HBIX MAPEHXIMATO3HBIX 60-
JIe3HeJ JIETKVX, BK/TIoYas 3a00/IeBaHysl HeyCTaHOB/IEHHO
STUOJIOTUM, U3BECTHBIE KaK MAMOATIYECKUEe IHTEPCTHU-
L[/a/IbHble ITHEBMOHMYL, a TAKKe 3a007IeBaHNs, CBSI3AHHBIE
C APYTUMY COCTOSTHUSIMM VIV BO3TEVICTBIIEM OKPY KoLl
cpenbl (pUcyHOK) [1].
B Hacrosiiee Bpems cpeny Bcero MHoroo6pasus M3JI oco-
60€e MeCTO 3aHMMaeT MAVMOIATHYECKIIT IETOUHbLT pudpo3
(MJ1d), KOTOpBIiT BCTpeYaeTcsi B OCHOBHOM Y IIAIMEHTOB
B BO3pacTe crapure 60 eT 1 XapaKTepy3yeTcsl IPOrpeccu-
pytoumM ¢pubpo3upoBaHueM, CHYDKeHMEeM QYHKLIMM JIETKIX
V1 BBICOKOJI CMepTHOCTBIO [2]. CpenHsis IPORO/DKUTENIBHOCTD
skusHM nanyenta ¢ VJI® coctasnser 3-5 net. [Ipyrue Ba-
puanTbl V3JI Taroke MOTYT MMeTb (eHOTHII IIPOrpeccupy-
totero ¢ubposuposanus. K Hum ornocsires M3JL, acco-
LIMMPOBaHHbIE ¢ 3a00/IeBaHAMY COENVIHUTEIBHON TKaHM,
XPOHMYECKUIT IUIIePYYBCTBUTEbHbI THEBMOHUT, HEK/Iac-
cuduumpyemsie VI3J1, npnonarndeckas Hecrienmduieckast
MHTEPCTULVA/IbHASA THEBMOHVA U B PEIKIMX CITy4asAx CapKo-
upo3 u V31, cBs3anHble ¢ TpodecCHOHAbHOI e TeNbHOC-
IO (3, 4]. Inst onmcanmst V1371, KOTOpOe HE3aBUCUMO OT HO-

30710TM4eCKOll GOPMBI B OIIpefie/ieHHbI/T MOMEHT HaulHaeT
HPOABIIATD PYU3HAKY HEYK/IOHHOTO ITPOrpeccupoBaHys (-
6po3upoBans, ObUT IIPEJIOKEH TEPMIH «IIPOrPeCCUpyIo-
1yt pUOPO3 JIETKIX»». ITO OYeHb BXKHO B aCIIeKTe TAKTUKI
BeJieHN TTALlVeHTa, IIOCKO/IbKY JIAHHBI (PeHOTUI B OTCYT-
CTBMe aHTH(MOPOTIIECKOI TepaIuy MOXKeT ObITb OYeHb
630K K VIJI® 1o IporHosy, TeMIaM CHIDKEHNs! TeTOYHOM
(YHKIMM, PUCKY JIeTaIBHOTO MCXOfa U 0obocTpeHmit [5-8].
[puHATO CYMTaTh, YTO IpOrpeccupoBaHme GuOpo3Upyo-
myx V1371 BeipaxkaeTcs B HapacTaHuy pu6posa JIerkix, Bbl-
SIBJIIEMOTO TP NPOBEAEHUN KOMIBIOTEPHOIT ToMorpadym
(KT) opranoB rpysHO#t KITeTKu, CHIDKeHNUH GOpCrpOBaHHOM
sxu3HeHHOI eMKocTy erkux (OXKEJT) u rasoobmena (aud-
(y3MOHHOI CHOCOOHOCTY JIETKMX 110 MOHOOKCHUTY yIZIepoza
(Drco)), yeumeHUM pecyipaTOpHBIX CYIMIITOMOB, CHVDKEHUN
TO/IEPAHTHOCTY K (DM3MIECKOIT HarpysKe, a TakoKe yXyue-
HUY Ka4eCTBa >KM3HU. B GO/bIIMHCTBE KITMHIYECKMX U 06-
CepBaIMOHHBIX CCIEROBAHMI C y4acTVeM HarmeHToB ¢ VI3J1
OIpefe/IN IPOrpeccypoBanyie 3a00IeBaHNA C TOYKY 3pe-
HuA cawkenna OIKEJ], nsmepseMoit kak M3MeHeHMe UCXOJI-
HOTO YPOBHA B MWUIM/INTPAX WM KaK IPOLIEHT OT JO/DKHO-
ro 3Hayenus (06pr9HO > 10% ot ucxomnoro) [10, 11]. Taxk,
Ha OCHOBAHMM pe3y/nbratoB uccnegosanmst INBUILD 6suin
copMymMpoBaHbI KpUTEpYM IIPOrpeccupoBanyis Gprudposu-
pyromyx V3J1, onjennBaeMbIx 3a 24 MecAna:
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MHTCPCTMI[MaHbHBIe 3a00/1eBaHIA TETKNX

Y v

Vpnonarnyeckue AyTOMMMYHHasA
MHTEPCTUIIMATbHbIE UMHTepCTULMANTbHAA — ——
ITHEBMOHNM ITHEBMOHMS
Vpvonmartuyeckmit | VInTepcTunyanbHast
JIETOYHBINT P16pO3 ITHeBMOHA
C ayTOMMMYHHBIMU
qepTamMm
Vpnonaruyeckas
Hecrenuduyeckas |
VMHTEPCTUIVATbHAS
ITHEBMOHV
PecrimpatopHblit < WUpnonatuyeckas
6ponxuonut — U3J1 > TMQOMHas
VHTEPCTUIMATbHASL
ITHEBMOHMS
Pecniuparopnbiit <
6pouxuonut — VI3J1 -
VmnomaTmaeckmit
> IUIeBPONApeHXVIMATO3HbII
IleckBaMaTuBHasI qmépognacmg
VHTEPCTUI[MANIbHAS <
ITHEBMOHMS
Hexmaccudunupyemsre
Octpas UIVIONIaTIYeCKIe
VHTEPCTUIAIbHAA < VHTEpCTUIVATbHbIE
ITHEBMOHMSI ITHEBMOHUM

Y v

JIEKapCTBEHHBIX ITPerapaToB
W3J1 npu cunppome

Illerpena BHEIITHEN CPebl
= JI3JI, o6ycnosnenHOE
VI3J1 ipu cucTeMHoit BaCKY/IMTOM/TPaHY/IEMaTO30M
KPacHOi BOTIaHKe = Jpyrue penkue popmsr V3J1
W3J1 npu nonumumosute/

AE€PMATOMIO3UTE

W3JI npu cucTeMHOM
CKJIEpPOJIepPMUN

WVI3J1 mpy cMelaHHBIX

—> 3a00/IEBaHMUAX

COEMVIHUTENIbHOV TKaHU

W3JI mpu gpyrux

—> 3200/1€BaHMAX

COCJII/IHI/ITCHbHOﬂ TKaHU

Knaccuguxayus unmepcmuyuanvroix 3a6onesanuti neekux no ERS/ATS

= otHOCuTenbHOe cCHIDKeHre OIKET Ha > 10%0:

= otHOocutenbHOe cHIDKeHre OXKEJL Ha > 5 < 10%;0
U YXYZLLEHNE PeCIMPaTOPHBIX CUMIITOMOB;

= otHOocuTenbHOe cHIpKeHye OIKEJT Ha > 5 < 10%,,, 11 YBe-
nmyeHne pacrpocTpaHeHHocTH Grbposa mo gaHueiM KT
BBICOKOTO paspelIeHNs;

= yXYJLIEHVE PeClpPaTOpPHBIX CHMIITOMOB U YBeTMYeHMe
pacmpoctpanerHocTH Gubposa mo ganHbM KT BbIcOKOTO
pasperrenns [7, 11].

ITporpeccupyroumit ¢puobpos (I1D) nerxkux moxeT hopmu-

pOBaTbCA Ha pas/IMYHbIX STAllaX €CTECTBEHHOTO TEYEeHU

mHorux V3JI. Tak, mo manubsimM nccnenoBanmsa PROGRESS,

27% ueVlJI®-U3JI cooTBeTCTBYET KPUTEPMAM IPOTPeccu-

poBaHyA. B HeaBHO OIyOIMKOBaHHBIX OOHOB/ICHHBIX pe-

koMenpanysax ATS/ERS/JRS/ALAT mo MJI® u I1®-M3JT
9KCIIepTaMyt OBUIH TIPEIOXKEHBI CTIeRYIOLIye KPUTEPYH TIPO-

rpeccupyrolLero ero4Horo ¢pudposa [9].

Y marmenToB ¢ V31 He3aBUCKMO OT M3BECTHO VTN HEU3-

BECTHOI 3THONOINY, OT/IMYHOI OT VIJI®, y KOTOphIX MMe-

I0TCsI pEHTT€HOIOTIYeCKIe IPU3HAKY JIer04HOro Gpubdposa,

I1® nerkmx AMarHOCTUPYeTCA NPY HAIMYUY 110 KpajiHel

Mepe JBYX U3 TpeX KpUTepueB, BO3HUKILINX B TeYeHMe I10-

CJTETHETO TOfa:

1) yxXynluieHue pecIMpaTOpHBIX CUMIITOMOB;

2) ¢usmonornyeckue NpU3HAKY MPOTPECCUPOBAHNUA 3a-
6orneBanus (mboe U3 CIERYIOLIEro): a) abComoTHOE
cumkenne OJKEJI > 5% or mporHosupyemoro B Tede-
Hue Tofia HabofieHus; 6) abcomotHoe cHipkenue DICO
(c monpaskoit Ha Hb) > 10% ot mporuosupyemoro B Tede-
HIe TOJa HaOIIoneHus);

ﬂyﬂ bMOHONIOTUA 1 OTOPUHONAPUHTONOT A

3) peHTreHOJIOrMYecKye IPUSHAKM IIPOrPecCHPOBAHN 3a-
6omeBaHysA (OFMH M HECKO/IBKO U3 CTIeAYIOVX IIPU3Ha-
KOB): @) YBe/IMYEHHAS CTEIIeHb /I TSDKECTb TPAKIVOHHbBIX
OPOHX09KTa30B; 6) IOsIB/IEHIIE HOBBIX Y4aCTKOB IOBbIIIEH-
HOJ IVIOTHOCTY JIETOYHO TKAHM I10 TUITy «MAaTOBOIO CTe-
K/Ia» C TPaKLMIOHHBIMY OPOHX0SKTa3aMy; B) IOsB/ICHME
TOHKUX PETUKY/LIPHBIX M3MEHEHNIT; T) yBeIMYeHNe CTe-
TIeH! WY TIOBBIIIeHNe TPYOOCTY PETUKY/LIPHBIX M3MeHe-
HIIf; JT) TIOSIBJIEHYIE VTV YBEMITIEHME «COTOBBIX» CTPYKTYP;
) IIporpeccypyollee yMeHbIIIeH/e 06beMa 0TIV JIETKOTo.

Cpenu Bcex V3JI ¢ BHICOKMM PUCKOM ITPOTPeCcCUpPYIOIEro

¢$ubpo3a, BO3MOXXHOCTBIO (popMupoBaHust GpubpoTIIecKo-

ro ¢peHOTHIIA HAa BTOPOM MeCTe O 4aCTOTe BCTPEUaeMOCTI
noce VJIO naxoputcs Hecrenmdudeckas MHTEPCTULINATb-

Has rHeBMonus (HCAIT).

HcHII - 310 mHTEpCTHIMATbHAA TTHEBMOHNA, TEHE3 KOTO-

poilt MOXeT cylecTBeHHO pasmdarbes. KT-nmattepn HcMIT

MOKeT HaO/TIOfaThCs KaK B PaMKaxX TIEPBUYHOTO IPOLIecca —

npyonarideckas HcHII, Tak ¥ B paMKax IpyTvX aToONIOrye-

CKJX COCTOSIHUIA, 110 OTHOLIEHNIO K KOTopbIM VI3JI ABnsteTcs

BTOPVMYHBIM, 4TO TpeOyeT UCK/TIOYEHNs IPYTUX BO3MOXHbIX

HPUYMH, IIABHBIM 00pa3oM CUCTEMHBIX 3a007IeBaHMIT COe-

uutenbHoit TKany (C3CT) [13].

Pacnpocrpanennoctb npnonarmyeckor HclII, mo ganHbIM

HECKO/IbKMX PeTPOCHEKTUBHBIX KOTOPTHBIX MCCTETOBaHNI,

OLIEHMBAETCs OT OHOTO 0 IEBATY CTy4daeB Ha 100 ThIc. yeno-

Bek [14], a 3a60/1eBaeMOCTb — IIPUMEPHO TPY CIy4dasi Ha 1 MyTH

4esroBeK B rof [15].

CormacHo 00IIeHAIVOHATIBHOMY MCCIIeTOBAHMIO, IIPOBEfieH-

Homy Koperickoit akafiemMueit TybepKyiesa 1 pecIipaTopHbIX

4

IunepuyyBcTBUTENbHDIN Capkonpos Hpyrue
TIHeBMOHUT N3J1
N3J1 = JIuMbaHTHONEeIOMIOMATO3
>  Ipy peBMaTOVITHOM = [mcTmonmros kmeTok Jlanrepranca
apTpute = V3JI, acconumpoBaHHOE C IPUEMOM

= JI3]1, cBsi3aHHOE C APYruMH haKTOpaMu
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3abonesanmit B 2008 r., HCMII - BTopoe no pacpocTpaHeH-
Hocty V3] moce uamomnaTirdeckoro eroqHoro ¢gpuéposa —
11,9% u3 2186 marmeHToB ¢ navonarinaeckumu V3JI [16].
Mexny TeM B pasHbIX CTpaHaX ITOKa3aTe/N PaclipoCTpaHeH-
Hoctyt HCMIT ormrgarorcs. Tak, B KOropTe yHUBEPCUTETCKOM
60/mbHMIBL B [laHuy 6bUT IpoaHa/msupoBaH 431 cryyaii uH-
TepCTULIMAIBHOrO 3a607eBanys nerkux ¢ 2003 mo 2009 . I3
Bcex V3JT va HCMIT npuxopmnochk 7%, uto craBuino HcIT
Ha 9eTBEPTOe MECTO IO pacnpocTpaHeHHOCTH nocne VJID,
WM3J1, accouympoanHbix ¢ C3CT, 11 rumepIyBCTBUTEIBHOTO
ITHEBMOHMNTA.

HCHII yamie BcTpeyaeTcs y XKEHIVH, HEKYPALIUX U BO3-
HIKaeT B Gomee paHHeM Bospacte, yem VIO [17, 18].
KimHmdeckye posiB/ieHNs BKIIOYAIOT IIOOCTPYIO MV XPO-
HIYECKYIO OIBIIIKY V1 Kallle/lb, JIAIINecs B CPeIHeM IIecTh
MecaAues. [Ipu ayckynbranym y naumentos ¢ HCUIT Boicty-
IIMBAIOTCA JBYCTOPOHHYE TPECKY4Ne XPUIIBI B KOHIIE BIOXa
B 6a3a/IbHBIX OT/AENAX IPYAHOI KJIETKH, HO GOJIBIINHCTBO
(V3VKa/IbHBIX IPU3HAKOB HeCITeIM(DIIHBL
DyHKIVOHA/IbHBIE TECTBI JEMOHCTPUPYIOT PeCTPUKTUBHBIN
TUIT HAPYLIEHMIT BEeHTWIALMOHHOM CIOCOOGHOCTH erkux [19].
HcWII sBnsiercss Hambomnmee pacmpoOCTpaHEHHON MoOp-
domornueckoit KapTUHON MMOPaXKEHMsI TETKUX [IPU Pas-
mryabIx C3CT. IlosToMy OISl MCKIIOYEHMs CUCTEMHBIX
VIMMYHOBOCIIA/IMTE/IbHBIX 3a00/IeBaHNii KPUTIYECKY BXXHO
ob6pallaTh BHYMAaHME Ha 9KCTPAIYIbMOHA/IbHbIE IIPOSIB-
JeHys: peHoMeH PeifHO, apTpalTuio WM apTPUT, KOKHYIO
CBIIIb, CYXOCTb BO PTY M CYXOCTb I7Ia3, @ TAK)KE Pe3y/IbTaThl
JabopaTOpHBIX MapkepoB. Ec/t He yfanmoch OATBEPAUTD
koHkpeTHOe C3CT 1w HeKOTOpbIe KIVMHITYeCKIe IPU3HAKY
cxopHbI ¢ TakoBbIMu Ipy 3CT, MOkeT ObITb TOCTaBIIEH AVAr-
Ho3 uamomnaruyeckorn HCUII [20].

Tpernit o yactote BcTpeyaemocTy cpeny VI3J1 - rumepuys-
crButenbHblii mHeBMoHUT (I'TI). I'TI - aTo MMMyHOOIOCpEno-
BaHHOe 3a00/IeBaHe, Pa3BUBAIOLeeCs TPV MHTA/IALMOHHOM
BO3JIEIICTBUM Pa3HOOOPA3HBIX OPTaHITYECKVX 1 HeOpraHude-
CKIX aHTUT€HOB (MHAYKTOPOB) Y BOCIIPUIMHYMBBIX JTIOfIEIL.
Ilo mannpM Y. Lacasse u coaBr., gona I'TI cpeny manyenTos
cM3JI cocTapmser oxono 29% [13, 21]. PactipocTpaHeHHOCTD
I'TI Hambomnee BBICOKA Cpeiy JIONEil CTapIIero Bo3pacTa
(65 met u crapure). IIpu sTOM 4allle AMArHO3 IALIMEHTY
¢ I'Tl ycranaB/mMBaeTCsA Ha IATOM MV IIECTOM JeCATUIETUN
sxusHiL. TeM He MeHee 3a60/I€BaHIIO TTOABEPXKEHBI 1 APYTVie
BO3pacTHble rpynnbl. PacipocTpanennocts Il 3aBucut
OT peroHa/IbHBIX PasTIIIil B KITUMaTe, TpOhecCYOHATbHBIX
BO3JEIICTBMIT U BAUAHMA OKpY»Karomeil cpefbl. CormacHo
MMEWIIVMMCA TaHHBIM, 3a00meBaeMocTb Il cocTaBiser
ot 0,3 70 0,9 Ha 100 ThIC. Y€JIOBEK, HO MOXKET OBITD U BBILIIE.
ITokasaHo, 4TO HaLMEHTHI ¢ PUOPO3UPYIOLIMM (HEHOTUIIOM
T'TI nMeroT 6071ee HUSKYIO KM3HEHHYI0 eMKOCTb IETKIX, -
(by3MOHHYIO CIIOCOOGHOCTD M TIPOLIEHT MMMQOLUTOB B XKIUA-
KOCTH OPOHXO0Q/IbBEOJIIPHOTO JIABAXKA, YeM TALMEHTBI C He-
¢ubposupyromym BapuaHToM [8].

®ubpo3 pasByBaeTCsA y MHOTHX IIALMEHTOB C XPOHMYECKNM
I'TI. U3-3a cxoncrsa VIJID u xponndeckoro ¢pubposupyrore-
ro I'TI ux mopoit TpynHo muddeperumposars [21-25]. Ilpn
¢ubposupyromem ¢enorure I'TI Hepenko ompenensercs
KapTuHa OOBIYHOI MHTEpCTUIMAIbHOI ITHeBMOHKY (OVII)
Ha KT opranos rpyguoit knetku (OI'K) [26]. [ToreHuyaibHble

PEHTTeHOMIOTMYEeCKIe CUMIITOMBI, II0 KOTOPBIM MOYXKHO OT-
muntb ¢ubporrueckuit Bapuant I ot VJID, BrmoyaroT
OfIVH W/IM HECKOJIBKO U3 CNIEHYIOLIMX IIPU3HAKOB: Y4aCTKI
HOBBILIeHVA IVIOTHOCTH JIETOYHON TKaHM II0 TUITY «MAaTOBO-
O CTeK/Ia», OPOHXOLEHTPUIECKIIT XapPAKTep BbISBIEHHbIX
V3MeHeHWI!, MO3au4Hast IVIOTHOCTD (IIpy HATMBHOM MCCIIe-
JIOBAHNM) ¥ «BO3JYIIHBIE IOBYIIKM» (IIPU SKCIIMPATOPHOM
MCCTIeNOBaHNI), KAPTHHA TPeX IIOTHOCTE! — TaK HasbIBa-
eMBbIi1 CUHJIPOM «TOJIOBKM ChbIpa» ¥ MHOTAQA Ha/IM4ye IeHT-
PUWIOOY/ISPHBIX OYAroB MSTKOTKAHHOM IVIOTHOCTH (TO €CTh
KT-npr3HakoB nopakeHns Manbix 6ponxos) [9, 27].
Xpoumueckuii pudposupyrowmii [TI pasBuBaeTcs B TeueHne
IepUOJia OT HECKOJIbKIX MeCSILIeB O HECKO/IbKIX JIET M OOBIY-
HO SIBJIAETCA CTIEICTBMEM IIPOJIO/DKUTENIBHOTO BO3JEIICTBILA
VHTJIALYIOHHOTO aHTUTeHa. [Ipy 9TOM B 3HaYMTEIBHOM
4UC/Ie C/Ty4YaeB STUOOTMYECKIII aTeHT OCTAeTCsA HEeBBLAC-
HeHbIM. Y HalMeHToB ¢ XpoHudeckuM [Tl kauecTBO Ku3HN
MOXeT OBITb JaXKe 3HAUNUTETILHO Xy)Ke, YeM y MAI[eHTOB
¢ WJI® [31]. BerpaxerHocTs Gpubposa va KT OI'K y marmen-
TOB ¢ XpoHndeckuM I'TI cmyxuT mporroctudeckuM ¢pakTo-
pom cmepTHOCTH [24]. I'TI Xak ¢ kapTyHOiT OUIT, 0 faHHBIM
KT OIK, tax u c kaptunoit HCUIT moxeT accolmmpoBaTbcs
C MOKa3aTe/IAMM BBDKMBAEMOCTY, aHAJIOTMYHBIMI ITOKa3a-
terusiM nipy VIJI® [28]. Menmana BbDKMBaeMOCTH HIOCTIE T10-
CTAHOBKY JMarHosa XpoHudeckoro ¢puoéposupyromero I'TI
COCTABJIAET OKOJIO IIATH JIeT [29].

B coBpemennyto knaccuduxanyio V3JI, mprsopsimmx K ¢u-
6posy, Takke BXogUT capkonnos [5]. Capkonnos — crcreM-
HOe BOCIIAJINTeNIbHOE 3a00/IeBaHNe, XapaKTepusyolleecs
06pa3oBaHMeM HeKasenpUIPYIOLMXCA TPaHy/IeM Y aKTH-
Banyeli T-KIeToK B MecTe IpaHy/IeMaTO3HOTO BOCIIATIEHNA
C BBICBOOOX/IEHMEM PA3NMYHbIX XeMOKUHOB U I[UTOKMU-
HoB [30]. ITpumepHo B 70% crydaeB 3ab0/IeBaHye IIPOTEKAET
6maronpyaTHO. OHAKO B IIOCTIEHIE TOfbI BO3POC VIHTEpEeC
K ¢pubpormdeckoMy HeHOTHUITY CapKOMI03a, KOTOPBIiT CO-
HPOBOXKIAETCs pasBUTHeM (PUOPO3HO-KMCTO3HBIX U3MeEHe-
HUI B JIETKUX, @ TaKKe HapyIUeHMeM MX BEHTU/IALVOHHON
¢dynkuym. CylecTByeT MHeHMe, 4T0 pasBuTie Gpubposa mpu
CapKOMZ03€ He BCEITia SB/IAETCS IPU3HAKOM XPOHIIECKOTO
3a6oneBans. C OfHOJ CTOPOHBL, PUOPO3 MOKET BO3HUKATD
¥ Ha paHHell cTaauy 3a60/eBaHs, C APYToit — Hammdue u-
6po3a He 00513aTeNBHO O3HAYAET, YTO BOCIIA/IEHIIE XPOHIIYe-
CKV aKTUBHOE. V] XpOHNYeCKNIT AKTHBHBII GprOPO3UPYIOLINIT
IIPOLIECC, ¥ 0CTaToYHOE H1OPO3HOE HOBPEK/IEHNIE TIPUBOINT
K JIO/IFOCPOYHBIM HApYILIEHNAM U MOTaflaeT TOf, KaTeropyIio
XpoHMYecKoro capkonposa [28]. Cpeny Bcex MaIjMeHTOB
C CapKOUJI030M TTOPAXKEHNe JIETKUX BBISIB/ISIETCS IPUOIN3N-
TenbHO y 90%. IIpMsHaKy ¥ CUMITOMBI CAapKOMI03a ETKMX
HecIeV(MYHBL ¥ BK/IIOYAIOT HENPOAYKTUBHBII KalllefIb,
OfIBIIIKY HpY (PYBIIECKOlT Harpyske, CTeCHEHNUE B TPYAIN, TH-
TIOKCEMUIO ¥ CHYDKeHe QYHKLMM /IerKux [32, 33].
ITpubmmaurensHo y 20% MALMeHTOB C CAPKOMUF030M JIETKIX
pasBuBaetcst pubdpos (IV crajms capkonosa), KOTOPBI ac-
COLMUPYETCS CO 3HAYUTEIBHON 3a00/1eBaéMOCTBIO U CMepT-
HOCTBIO [34]. Jlerounsiit Gpu6po3 mopaxkaeT MpeyrMyILecT-
BEHHO BepXHIe 0K (3afjHue CerMEHTBI) U JIOKaIM3yeTCsl
B JBIXaTe/IbHbIX My TsX 6€3 00pa3oBaHNsI BO3LYLIHBIX JIOBY-
ek [45]. Crenenb u v ¢pubpo3a B IOMY/IALNY 3aMETHO
Bappupytorca. Ha KT OI'K onpenensorcs peTuxynspHbie
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M3MeHEHNs — OT C/IabbIX M e/le 3aMETHBIX JO IUIOTHBIX JIU-
HeJHBIX MO07I0C, KMCTO3Hast TpaHcopMalys, TpaKIYIOHHbIE
OpoHx03KTa3bI 1 fedopmariysa 6porxoB [33]. MoxHo Takxe
HaO/TIOfaTh OOIIMPHYIO NAPEHXMMATO3HYIO IeCTPYKIIMIO.
Y manyeHToB ¢ GUOPOSUPYIOIIMM CapKOMIO30M JIeTKMX
penko nmeet MecTo kaptuHa OVII, X0TA MHOITA B BEPXHUX
OTJIe/Tax JIETKVX MOKHO YBIZIETb COTOBYIO CTPYKTYPY [34].
He 1o xoHIIa M3y4eHBI TeMITbI CHIDKeHVsT QYHKLMM JIETKIX
y HAIeHTOoB ¢ prubpOTIIeCKIM (GeHOTUIIOM CapKouzo3a [34].
B HexoTopbIx Imy6mkamyax coobaercs o 16%-Hoit cMepT-
HOCTY B Te4eHNe AeCATH JIeT Cpeay ALMeHTOB ¢ pruoposupy-
FOLIVIM CapPKOMI030M JIeTKX [36]. C y4eToM COIyTCTBYIOLIMX
3a60/IeBaHMIT M OPYIUX HOTEHUMATbHBIX IPUIMH CMEPTH
9TO MOXXET CBUAETENBCTBOBATD O TOM, YTO JIMIIb HEOO/IbIIAsT
YacTb MAIVIEHTOB VIMeeT Iporpeccupyolii ¢puoposupyro-
1y peHOTHII, HeCMOTPSA Ha IIPOBOAMMYIO TEPATIMIO.

ITo paHHBIM PaHAOMM3MPOBAHHBIX IIaIe60-KOHTPOIN-
pyembix uccnenosanuit INBUILD u INPULSIS, maiyeHTst
B uccrenoBanyy INBUILD, y KOTOpbIX 6bUI IIarHOCTPOBAH
¢ubposupyrommit perorun M3J1, ormransii ot VIO, u xo-
TOpPbIE COOTBETCTBOBA/IM KPUTEPUAM IIPOTPecCHpOBaHIA
WM3J1 B TeueHMe MpeNbIAYyIINX 24 Mecs1eB, IMeTy TedeHe 3a-
6071eBaHs, CXOHOE C TAKOBBIM Y HatueHToB ¢ VIJI®. Temmst
cakernst O)KEJI 1 cmepTHOCTH B TedeHe 52 HeMenb ObUtn
corroctaBumbl B uccnemoBanmsax INBUILD u INPULSIS.
Jpyrue viccrenoBaHus IOKasasy, YTO Y MALMEHTOB ¢ Gu-
6posupyrommmu V3JT vamune OVIT-ogo6HOM KapTUHbI
Ha KT OTK accoruupyercst ¢ 6071ee GbICTPbIM IIPOrpecc-
poBaHueM 3aboneBanus [3, 6, 37-40]. Vicxops us aToro, cko-
pocts cawkennA OIKEJ] v cMepTHOCTD B TedeHue 52 Heflenb
B uccrenoBanyy INBUILD 6biy Bbllie y IAIjeHTOB C MaT-
teproM OWII Ha KT OTK, uem y marmeHToB ¢ apyrumm ¢u-
OposHbIMIL ITaTTepHaMIL. TeM He MeHee CKOPOCTb CHIDKEHIIS
DXKEJTy cy6bexros ¢ mpusHakamu ¢ubposa va KT BbIcOKO-
ro paspenrenust 6pi1a 3HaUUTENBHOM (160 M1/TON), pUYeM
noutr y 50% 3THX MALMeHTOB Hab/MI0A/I0Ch OTHOCUTEIHO
cakenye OJKEJI > 10% oT porHo3upyeMoro B TedeHne
52 Hepnenb, aHamornyHo nanyeHTam ¢ MJ1O.

Ananus manubpix uccnemoBanuit INBUILD u INPULSIS
HO3BOISACT IIPEAINIONOXNTD, YTO Mporpeccupykompye -
6posupyrorye VI3J1, ornmynsie ot VJIO, uMeroT KinHnde-
CKoe TedyeHne, cxomHoe ¢ VJID, He3aBMCUMMO OT OCHOBHOTO
nuarHosa VI3J1 win npusHakos ¢ubposa va KT OIK [10].
ITporpeccupyromue ¢pudposupyromye V371 xapakTepusyroT-
51 TaTopU3MOTIOrIecKy cXoKMMI nporieccamit ¢ VIJIO, uro
yKa3bIBaeT Ha BO3MOXKHOCTD IIPMMeHEeH s 00IIIX IOIXOTO0B
K niedenmo. ITanmenrtam ¢ MJI® pexoMeHayeTCs MCIONb30-
BaHIe aHTUPUOPOTIIECKIX IIperapaToB (MpheHnI0H W
HMHTelaHu6). B 6onblumHCTBe CTydaeB GyOpO3Mpy0mux
W3J1, ormranbix ot MJIP, mokasaHa IpOTMBOBOCHANTUTEND-
Hasl Tepamms CUCTEMHBIMMU ITTIOKOKOPTMKOCTEPONAMM,
LIUTOCTATUYECKVIMY TIPeTapaTamyt 60 1xX KOMOMHaIel.
OO6BIYHO OHA MCHOJB3YeTCA B Ka4eCcTBe Tepaluy IepBoil
JIMHUM IIpU TIOF03peHNY Ha 3a00/eBaHe, BBISBaHHOE BOC-
IIaJIeHVIEM.

Xora B uccnegosanyy INBUILD ne npepmnonaraoch oLeHu-
BaTb 9 PeKThl HYHTeTAaHNOa Y TAIIEHTOB ¢ KOHKPETHBIMU
muarHosamu V3J1, mo ganuaeiv K. Kevin u coasr., y manm-
€HTOB O cTerneHblo ¢pubdposa > 10%, mo gsanusM KT OIK,
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U K/IVMHWYeCKVIMI TIPYM3HAKaMy [IPOTpeccHpOBaHMs, HeCMO-
Tps Ha nedeHue, ckopoctsb cHipkenns OIKEJI 6pu1a onyHa-
KOBOIJ! B OATPYIIIAX C pasHbIMY AMAarHO3aMI. ITO TOBOPUT
0 HeOOXOAMMOCTH B KpaT4aliiie CPOKI OIpefenuTh (eHo-
v V3] mjia HasHaYeHNs ONTMMAJIBHOTO JIEYEH IS 1 3aMefi-
JIeHMS TIPOrPeCCUpOBaHNs 3a00/IeBaHILA.

Caxenne @JKEJT > 10% oT O/MKHOTO acCOLMUPYeTCs C ie-
Ta/IbHBIM MCXOROM Yy marpeHToB ¢ VIJIO [41, 42] u gpyrumu
xpoundeckumy ¢pubposupyromumu V3JT [43-45]. Jluua,
BK/II0YeHHBIe B uccnegoBanme INBUILD, cooTBeTcTBOBaM
OIpeyie/IeHHBIM B IIPOTOKOIE KPUTEPYIIM IIPOTPeCCHPOBaHYIA
W3J1 3a gBa rofa mo ckpuHuHra. IManyentsr ¢ VIO, Bxmo-
yeHHble B rccnenopanye INPULSIS, He mo/DKHBI ObUIY COOT-
BETCTBOBATb KPUTEPVSAM IIPOrPECCUPOBAHIS 3a00/IEBAHIIS
14 BKIIOYEHVA B MICCIeloBaHMe, ockonbKy MJI® 1o onpe-
JIeTIEHVIO SBJIIETCS MPOTPeCcCUPYIOIMM 3a00eBaHmeM [46].
B uccnepoBanmsax INBUILD u INPULSIS nprbnysurensHo
y HO/IOBYHBI MTALIMEHTOB IPYIIIBI [1a1[e60 HAOMONANnOCh OT-
HocutenbHOe cHypKeHme ®XKEJTI 6onee yem Ha 10% OT MOIDK-
HOTO,ay 2/3 — OTHOCUTENIbHOE CHIDKeHME > 5% OT MCXOIHOTO
B TeueHue 52 Hemenb. B nccnegoanuu INBUILD otHOCHK-
tenbHoe cHvkerne OXKEJT 6onee yem Ha 10% OT HOMKHO-
ro 6bUIO CBA3AHO C 00JIee YeM TPEeXKPATHBIM yBeIMUEHIEM
PUCKa CMEPTI B TedeHMe 52 Hefle/lb KaK B oOlIlell IOmy/-
LMY, TaK U Y Cy0beKTOB ¢ (pMOPO3HBIM MTATTEPHOM, HOHO06-
HbIM OUI], Ha KT OI'K, KoTOpBIit OBI1 COMOCTaBYUM C TeM,
4TO0 Habmomanoch B ucnbitanuax INPULSIS. Ot maHHbIe
CBUJIETENICTBYIOT O TOM, 4TO, KaK U B ciayvae ¢ VJI®, cau-
sxervie @JKEJT 06yC/I0B/IEHO TTOBBILIIEHHBIM PYICKOM PaHHelt
CMepTH y IalMeHToB ¢ Gpubposupymomym perorunom V3T,
He oTHocsAmmMuCA K VIJI®, koTopble mporpeccupoBani, He-
CMOTpA Ha JledeHMe.

V3JI - obumpHas rpymmna IaTtoorn4ecKix COCTOSHMIA, Ipo-
SIBJIIOLIVXCS BOCTIaZieHneM U (prOpOTHIECKIM peMOfe-
POBaHMEM IETOYHOTO MIHTEPCTULINA, IIPIYeM BHIPOKEHHOCTD
U B3aMIMOCB#3b THX IIPOLIECCOB MOTYT CYILIIECTBEHHO Pas3/iy-
4aThCS IPY PasHBIX Hozoyormyecknx popmax M3J1. Tak, Boc-
I1a/IeHNe UTPaeT KIII0YeBYI0 PO/Ib B Pa3BUTHUM TUIIEPIYBCTBY-
TeIbHOTO ITHEBMOHMTA, ayTouMMyHHbIX VI3JI 1 capkonposa.
OpHaxo B ITaToreHese MAMONATIYECKOr0 JITOYHOro ¢pubposa
3HaueHyie BOCTIATIEHYIs] MIHIMATIbHO.

Cpemyt Bcex V3J] Hanbormee IPOrHOCTIYECKU HeOIarompu-
ATHBIM cunTaercs VIJID: MenyaHa BbDKIBAEMOCTH €jBa ITpe-
BBIIIAET TPy TOfia. TeM He MeHee, COIIACHO TaHHBIM post-hoc-
anam3a INBUILD, V3J1 ¢ pasBuTieM Iporpeccupymoliero
JIETOYHOrO (pubPO3a MOTYT OBITH IPOTHOCTUYECKY HEOT/IN-
MMy ot VIJIO.

Takum o6paszom, pasButie ¢pubpo3a 1ErOYHOrO MHTEP-
CTUIMSA He AB/IIeTCs 00/MraTHOl Xapaktepuctykoit V3],
OJIHAKO €T0 pa3BUTIE — BAKHEIIAsA IIPOTHOCTIYECKAs fie-
TEpMVHAHTA U OIpefie/IAIouil pakTop B BHIOOPE TaKTUKY
nedeHys. [ samenieHns TeMioB ¢pu6po3006pasoBaHmsa
B TepaIeBTNYeCKOM apceHasie CYIeCTBYIOT IBe MOJIEKY/IbI —
HuHTefaHn6 v mpdennnon. Ecmm mis mupdennpona 3ape-
TUCTPUPOBAHO OJHO €AVHCTBEHHOE NokazaHue — VJID, To
UL HUHTefaHuOa — Bech crekTp V3JI ¢ mporpeccupyrommm
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¢ubposom nerkux. CobcrBenHo kputepyu INBUILD sBns-
0TCsT Hayboriee VICIIONIb3YeMbIMI B KITMHIIECKOI IPaKTIKe
U HayYHBIX MCCTIENOBAaHMAX A onpenenenna [1O-M3JL.

B HemaBHO OIYOIMKOBAHHBIX pekoMeHgarusax 1o VIJID
u I1O-M3JT [9] mpennoxensl HoBble kputepuu. Ho oHn
TpeOYIOT K/IVHUYECKOJ BalyAALA M IPOBEPKY BpeMeHEM.
IIpencraBseTcst KpUTUIECKN HEOOXOAMMBIM TTOVCK HOBBIX

Nvreparypa

61OIOTMYeCKIIX MapKePOB, ITO3BOJIAOIMX BBLAB/IATD IALY-
eHTOB ¢ VI3J], nMeromyx HanboMbILNIT PYCK IPOrpeccupoBa-
HIS, J/Is paHHETro HasHaueHs 607e3Hb-MOAUMNUIIMPYIOLIEro
JledeHs], a He KOHCTaTanuy pakTa mporpeccupoBaHis Ha 3a-
IYIIEHHBIX CTa[MAX 3a00/IeBaHN, KOIJia TepalleBTUYecKye
VHTepBEHIIUM efjBa JIY CIIOCOOHDI HAPYLINTh HeO/IarompyAT-
HOE eCTeCTBEHHOE TeueHle O0Ie3HN.
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Interstitial Lung Diseases and Progressive Fibrosis: at What Stage to Put an Equal Sign
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Interstitial lung diseases are a large group of pathological conditions manifested by inflammation and fibrotic
remodeling of the pulmonary interstitium, and the severity and relationship of these processes can vary
significantly in various nosological forms of ILD. The severity of fibrosis in the territory of the pulmonary
interstitium and the rate of its progression are the most important prognostic determinant and the determining
factor in the choice of therapeutic strategies. To describe ILD, which, regardless of the nosological form, at a certain
point in time begins to show signs of a steady progression of fibrosis, the term ‘progressive pulmonary fibrosis’ was
created. This article will present the current state of the problem of ILD with a progressive fibrotic phenotype.

Key words: interstitial lung diseases, ILD, fibrosis, antifibrotic therapy, idiopathic pulmonary fibrosis, sarcoidosis,
hypersensitivity pneumonitis, interstitial pneumonia
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