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KuaroueBble ciioBa

e  UHTEPCTULMAIIbHBIC 3200JI€BaHUS JIETKUX

e uddy3HbIe TAPEHXUMATO3HBIEC 3200JIEBAHUS JTETKUX
e  WIMONATUYECKHUE MHTEPCTUIHAIBHBIC THEBMOHUU

e  WJAMOIATUYECKHH JISTOYHBIN GUOPO3

° 00BIYHAS HHTCPCTHLHMAIIbHAA ITHCBMOHUNA



Cnucok coxkpameHui

N3JI - uaTepcTUIIMATBHBIC 3a007I€BaHUS JIETKUX

JIT3JI - nuddy3Hple nTapeHXUMaTO3HbIE 3a00JIEBaHMS JISTKUX
NUII - npnonaTuyeckue MHTEPCTUIIMAIbHBIE THEBMOHUH
NJI® - nnuonaTuyeckuii JerouHsnii Guodpos

OMUII - 0Obr4HasA HHTEpCTULIMATIbHASI THEBMOHUS

HCUII - necnienmdpuueckas MHTEPCTULIUATIbHAS [THEBMOHUS
KJI®D - xomOuHanus erouHoro Gpudposza u smpu3emMbl
@B/l - hyHKIUS BHEITHETO JbIXaHUS

3CT - 3a00eBaHUsA COSAUHATEILHON TKAaHU

®P - pakTopsl pucka

I'DP - ractpo-330(areanbHblil pedaroke

KT - komnbroTepHast ToMorpadus

BPKT - Bricokopaspermaromniasi KOMIbIOTepHast TOMOTpadust
BATC - Buneo-accuctupoBaHHasi TOPAKOCKOIHUS

TBb - TpancOpoHXHaIbHAS OHOIICHS

BAJI - 6poHxoanbBeOIsipHBIH JIaBaXK

@®XKEJI - popcrupoBaHHast ’KU3HEHHAS EMKOCTB JIETKUX
OEJI - o61mmast eMKOCTh JIETKHX

DLco - mudpdy3rnonHas cnocoOHOCTh JIETKHUX JIIsl MOHOOKCHJIA YIJIepoJia
MK3P - MuHHManbHas KIMHUYECKU 3HAUMMas pa3HuIla
JAII - nuddy3Hoe anbBeoIsipHOE TOBPEKICHNE

6-MT - TecT ¢ 6-MHUHYTHOU XOH00H

I'KC - rmroKOKOpTHKOCTEPOU B

JII" - nero4yHas runepTeH3us

NAC - N-aneruinuucrevx

JKT - murenbHast KHCIOPOAOTEPAIIUs



TepMuHbBI M onpeaeIeHus

*  HurepcTunuanbHbie 3a00aeBanus jJerkux (M3J1) uiam nuddy3Hble napeHXuMaTo3Hble 3200/1eBa-
Hus Jgerkux (JAI13JI) — reteporennas rpyira 3a0071€BaHU U MaTOJIOTUYECKUX COCTOSHUI M3BECTHON U HEH3-
BECTHOW MPHUPOJIBI, XapaKTEPU3YIOIIAsICS PACIPOCTPAHEHHBIM, KaK MPABUIIO, ABYCTOPOHHUM IMOPAKEHUEM pe-

CIMPATOPHBIX OTJENOB JIETKUX (JIbBEOJI, PECIUPATOPHBIX OPOHXHON).

* Hauonarnyeckue MHTepcTUOHAIbHBbIE MHeBMoHnu (MUII) — rpynna HHTEpCTULMAIbHBIX 3a00J1eBa-
HUW JIETKUX HEU3BECTHOM 3TUOJIOTUH, CXOAHBIMU IIPU3HAKAMU KOTOPBIX SIBJIAIOTCS: IPEUMYILIECTBEHHOE NOpa-
KEHHE MHTEPCTULIMAIbHONW TKaHU, MPOTrpeccCHpyromnii GuOpo3upyomuil Ipouecc B JETKUX, COMPOBOXKIAI0-
LIUICSI HAapacTaroIIEel ¢ TEYEHUEM BPEMEHU MHCIIMPATOPHON OJIBIIIKONW U PECTPUKTUBHBIMU HAPYLIEHUSIMU BEH-

TWIALMOHHOMN CIIOCOOHOCTH JIETKUX.

*  HWamonaruuyeckuii jgerounblii ¢puopos (UJIP) — ocobas dopmMa XpOHHUECKON MHPOTPECCUPYIONICH
¢bubposupyroleil UHTePCTULIMATEHON MTHEBMOHUM HEU3BECTHOM ATHOJIOTHH; BO3HHUKAET MPEUMYILECTBEHHO Yy
JIOCH CTapIero BO3pacTa, MOPaKaeT TOJIBKO JITKHE U CBs3aHa C THCTOJIOTMYECKHM W/WJIM PEHTI€HOJIOTHYE-

CKUM NATTEPHOM OOBIYHON MHTEepcTUIMAIbHON nHeBMoHuU (OUII).

*  OOblyHasi uHTepcTUNHAILHASA MHeBMOHMs (OUII) — rucronornyeckuii MaTTepH, OCHOBHBIMM IIPHU-
3HAaKaMU KOTOPOTro sBJseTcs Haauuue puopoOsiacTHuecKuX (pOKycoB, HHTEPCTULIUAIBHOIO XPOHUYECKOT0 BOC-
najeHusi, ¢pubpo3a NPEUMYIIECTBEHHO B 30HAX OPOHXMOJO-albBEONIPHBIX IEPEXOA0B, B IMOAIJIEBpPAIb-

HBIX/TIapacenTalbHBIX 30HAX ¢ (POPMHUPOBAHUEM «COTH.

* OOblyHas uHTepcTHIHANbHAS mHeBMoHHUsI (OUII) — koMmmbroTepHO-TOMOrpaUuecKuil MaTTepH,
OOBEIMHSIOMINUN PACTIPOCTPAHEHHBIE IBYXCTOPOHHUE PETUKYISAPHBbIE U3MEHEHHUS, TPU3HAKU «COTOBOTO JIETKO-
rO» W/WIIK TPAKIIMOHHBIX OPOHXOA’KTA30B C MpeobdIajaHueM U3MEHEHUN B KOPTUKATbHBIX U 0a3albHBIX OTAeIax

JICTKHUX.

* Hecnenndpuyeckass untepcTunuanbuas niesMonuss (HCHUII) — ogna u3 Gopm MIMONATHUECKUX UH-
TEPCTULIMATIBHBIX MMHEBMOHUM, XapaKTepU3YIOIIascs Pa3sHOOOpPa3HBIMU TMCTOJOTHYECKMMH M KOMITbIOTEPHO-
TOMOTpapUUeCKUMH MpU3HaKaMu co cxoxei ¢ MJID kaMHUYecKON KapTHHOM, NOJOXKHUTENbHBIM 3P(HEKTOM OT

TJIIFOKOKOPTUKOCTECPON OB U Oolee 6Har0HpI/I${THHM IMPOTrHO30M.

*  JInckopaantHas OUII — popma OUII, mpu KOTOpO#H B pa3HBIX y4yacTKax JIETOYHOM TKaHH, MOTy4eH-
HBIX JJIS1 TUCTOJIOTUYECKOW BepU(UKALlMU AUAarHO3a, BBISBISIFOTCS pa3IUYHble MATTEPHbI UANONATUYECKUX UH-
TepCTULMANBHBIX THeBMOHMM, dame Bcero — OUII m HCUII. IuckopnantHas OUII BcTpeuaeTcss mpuMepHO y
4yeTBepTH Bcex nanueHToB ¢ MJID u xapakrepusyercs IporHo3oM, cXoaHbIM ¢ TakoBbIM npu OUII (T.e. MmeHee

OnaronpusTHbIM, yeM nipu HCUII).



* Konkopaantnas OUII — nauGonee vactas ¢popma OUII, nuarHoctupyercss Ha OCHOBAaHUU CXOJHBIX
(YHH(OPMHBIX) THUCTOJIOTMYECKUX MPOSBICHUHN NPU OMONICHH HECKOJIBKUX PA3IMYHBIX YYaCTKOB JIETOYHOM TKa-

HH.

* CotoBoe Jerkoe — GopMUpoBaHUE B JICTOYHON TKAaHU BO3IYIIHBIX KUCT pazMepoM oT 2-3 10 10 mwm,

PacCIIOJIOKCHHBIX CY61'IJ'IeBpaJ'IBHO U UMCIOINX YETKO OYCPUCHHBIC CTCHKH.

* TpakuuoHHble GPOHX03KTa3bl — HEPABHOMEPHOE PACIIUPEHUE ITPOCBETOB OPOHXOB U OPOHXMUOJI, BbI-
3BaHHOE CMOPLIMBAHUEM JIETOYHOM TKaHU M PacCTSHKEHHEM (Tpakuuei) mpocBeTa OPOHXOB JIETOYHOM TKaHU B

pe3ynbTaTte mporpeccupyomniero guoposa.

*  Perumkyasipubie n3mMeHenusi — ckuanoruueckuii penomen npu BPKT, npeacrasnsier coboii cetb U3 oT-
HOCHUTEJIbHO TOHKHX MEPEeKPEHIMBAIOIIMXCS JIMHUN, KOTOPbIE MOTYT UMeTh (opMy KoJjell, MHOTOYTOJIbHUKOB

WJIY MApaJIETbHBIX JIMHUM.

* MaroBoe crekio — ckuanornueckuii ¢penomer npu BPKT, xoTopserii XxapakTepu3yercsi yMEpeHHO BBI-
PaKEHHBIM TOBBIIIICHHEM TUIOTHOCTH JIETOYHOH TKaHU, Ha (POHE KOTOPOTO BUIHBI IPOCBETHI 1 CTEHKH OPOHXOB,

BHYTPUJICTOYHBIC COCYIBI, a TAKIKE OUYalru U pCTUKYIIIPHBIC U3MCHCHUS, IIPHU UX HAJIMYUU.

*  Oooctpenne NJID — HapacTaHue OJBIIIKY B TeueHHE nociae Hux 30 aHel U MosBIeHUEe HOBBIX Ouare-
panpHbIX n3MeHeHuid npu BPKT mo tumy «MaToBOTO CTEKIa» W/MIM KOHCOIHMIATOB IMPU MCKIIOYEHUHU IPYTUX

aJIbTEPHATHBHBIX TPUYHH (MH(EKIUS U 1p.).
*  Komounanus Jierounoro ¢puéposa u smpuzems! (KJIOD, CPFE — Combined Pulmonary Fibrosis and

Emphysema) — cuuapom, oObeIUHSIONMIA MPU3HAKK ABYX 3a00JieBaHMiA: jerogHoro (Guoposa (mpeumyie-

CTBCHHO B HMKHUX OTACIIaX J'IeFKI/IX) u 3M(1)H36MLI (HpeI/IMy'H_[eCTBeHHO B BCPXHUX ,Z[OJ'ISIX).



1. Onpenenenne NANOMATHYECKOTO JIETOYHOTO (prdpo3a.

NJI® — ocobas ¢popma XpOHUUECKOH Mporpeccupyromiei Gpudpo3upyromieil HHTepCTUIMATBFHONW THEBMOHUHT
HEM3BECTHON ITHOJIOTUH, KOTOpas BO3HHMKAET NMPEHMYILECTBEHHO Yy JIIOJIEH MOXHIOTO BO3pPAcTa, MOpa)xaer
TOJIBKO JIETKHME U CBsI3aHa C TMCTOJOTMYECKUM U / UM PEHTI€HOJIOIMYECKHM MATTEPHOM OOBIYHON MHTEPCTHULIH-
anpHOW THeBMOoHUU (OUII) [1-3]. Auarnoctuka NJID TpeOyeT MCKIIIOUEHHUS IPYrUX WU3BECTHBIX NMPUYUH WH-
TepCTUIMATBHBIX 3a00neBannii Jerkux (U3J1), nanpumep, npodeccnoHanbHbIX U OBITOBBIX BO3ACHCTBHIA, 3200-

neBanuii coeaunautensHor Tkauu (3CT), mekapcTBeHHON TOKCHYHOCTH [1-4].

2. IlorenumnaibHble pakTopsl pucka UJID.

NJI1d CJICAYCT paCcCMATpUBATh HC KaK NIPUYNHY BO3HUKHOBCHUS 3a0051eBaHUs (KOTOpa}I IIOKa HCI/ISBeCTHa), a

Kak akTopsl ycyryosstomnue tedcane NJ1D.

Briaensitor BHelHecpe10Bble U reHeThuueckue paxktopsl pucka (PP), koropsie npu NJI® sBnstorcs B3aumo-
cBs3aHHbIMU. HeOnaronpustHas ponp BHemwHuX ®OP peanusyercs B yCIOBHUAX T'€HOMHBIX HapylleHUM, 00y-
CJIOBJIMBAIOIIMX aHOMAJIbHbIE PEaKIUHU JIbBEOJIIPHOTO AMUTENNS U Pa3BUTUE U30BITOYHOIO JIETOYHOTro (pudpo-

34 'y OTACJIbHBIX HHAUBUAYYMOB.

Kypenue. Bo3neiicTBue Tab0a4HOTO JIbIMa HA OPTaHbl JIBIXaHUS OTHOCUTCS K OJHOMY M3 HamOOJiee 4acThIX
@®P, npu KOTOpBIX J0Ka3aHa n1ocToBepHas cBA3b ¢ MJID. [Io pe3ynpraram meTa-aHainu3a 5 UCCIEIOBAaHUN I10-
kazarenb OR (OTHOIIGHHE [IAHCOB) Y KYPUIIBIIMKOB, cTpanaroumx MJID, cocrasun 1,58 (95% AU 1,27-1,97).

[5]. Bo3pacraet 3HaunmocTh AanHoro P y maiueHToB ¢ aHaMHE30M KypeHust 6osee 20 mayka-jier.

Brewmnecpeoosvie uneanayuonnsie ozoelicmeausi, He CBsI3aHHbIE ¢ KypeHUeM. [1oBbIIeHHBIN PUCK pa3BUTHS
NJI® acconuupyercs ¢ IUPOKUM CIIEKTPOM HEOPTaHUYECKUX W OPraHWYECKUX MbUIEH, ¢ KOTOPBIMU YEJIOBEK
KOHTaKTUPYEeT Kak B NPO(eCCHOHAIBHBIX, TaK U HEMpPO(EeCCHOHAIbHBIX YCIOBUAX [5]. Puck ¢opmupoBanus
NJI® Bo3pacTaeT B yCIOBUSAX MIPOMBILIIIEHHOT'O POU3BO/ICTBA IPU KOHTaKTe ¢ MeTaimnueckoit (OR=2,44; 95%
JIN 1,74-3,40), npesecuoii (OR=1,94; 95% JIN 1,34-2,81) u kamennoii meuibio (OR=1,97; 95% JI1 1,09-3,55).
Tak xe B kauecTBe noTeHuuaabHoro P paccmarpuBaeTcst opraHuyecKkas nblib (pacTUTENIbHAS WM KUBOTHAS),
WHTAJSIITAOHHOE BO3JICMCTBHE KOTOPOH BO3MOXKHO B CEITBLCKOM XO3SMCTBE WM OBITOBBIX ycioBusix (OR=1,65;
95% N 1,20-2,26).

Bupycnas ungexyus. W3yuanace BO3MOXKHas 3THoNoruyeckas ponb npu WMJID paznuuHbIX BHUPYCOB
(Onmrelin-bapp, nuToMeranoBupycsl, BUupychl renatuta C, reprec-Bupycsl U jap.). OqHaKo MOTydeHHbIE pe-
3yJIbTaThl OKA3aJIUCh IPOTUBOPEUNBBIMU. Kpome TOro, onieHka posin BUPYyCOB 3aTPYyIHAETCS MX BBICOKOM pac-
MIPOCTPAHEHHOCTHIO HE TOJILKO cpean OonbHbIX MJID, HO U B yenoBedyeckoil momynsuuu B 1enom. B To xe

BpEMs IHNPOKOC UCIIOJIB30BAHUC I/IMMYHOC}/HPCCCI/IBHOﬁ TCpaIiuu y 3THUX OOJIBHBIX MO3BOJIIET paccMaTpuBaThb



BUPYCHYIO HH(EKITUIO B KaYeCTBE BO3MOXKHOTO OCIOKHEHUs. TakuM 00pa3oM, B HACTOSIIIIEE BpPEMsI HEBO3ZMOXK-

Ha OJIHO3HAYHAas OIIEHKa poJu BUpycHou nHpeku B kauectBe P pazpurus NI [1].

T'acmpo-330¢hazeanvuwiii peprioxc (I'OP). TOP accormuupyeTcsi ¢ IIMPOKUM KPYroM 3a00JIeBaHUM JIETKUX,
BKJIFOYAs JICTOUHbIN Gubpo3, npu koTopoMm mokaszaresnb OR cocrasun 1,36 (95% AW 1,25-1,48) [6] uTo m03BO-
nsaet paccmatpuBath ['OP B kauectBe @P NJI®. C ydyeTOM MOBBIIIEHHOTO COJIEPKAHMS TETICMHA B JKHIKOCTH
BAJI y GonpHBIX B mepuoJl OOOCTPEHHS, BBICKA3aHO MPEANOIOKEHHE O BO3MOXHOW ponu ['DOP kak OP

oboctpenus IO [7].

Caxapmubiii ouabem paccMaTpUBAETCs B MOCJEIHUE TObI Kak He3aBucuMbiii OP NJI®. B yactHocTH, caxap-
uelif auadet Il Tuna otmeuen y 11,3% Gonbubix NJID, Torga kak B KOHTPOJIBHOU IpyIie ToJibko B 2,9% ciy-

gaen: OR 4,3 (95%/11 1,9-9,8) [8]. AHanoru4Hble JaHHBIC MTOJYYCHBI 11 HHCYTMH3aBUCHUMOTO JuadeTa.

T'enemuueckue ¢ghaxmopul. T1oBBIIIEHHAS YacTOTa MOJUMOP(PHU3MOB T€HOB, KOAMPYIOUINX PSAJ IUTOKHHOB,
npopudpoTHIecKuX (PaKTOPOB, MATPUKCHBIX METALIONPOTEHHA3, KOTOpas ObljIa MOKa3aHa MpU MepBOHAYAIb-
HOM H3y4Y€HUHU TeHeTHueckoro komnoHeHnta MJI®, B pganpHeiem He noaTBepauiack. COBpeMEHHbIE T€HOM-
HBIE UCCJIEIOBAHUSI TIO3BOJIMIIA OLEHUTh PACIIPOCTPAHEHHOCTh F€HETUYECKUX MYyTAal|i, IPeIpacioiaraloiux K
NJI®. Haubosnee yactoit (35%) asnsercs myrauust MUCSB (myuun 5B), pexe (B npeaenax 3%) peructpupy-
I0TCS MyTalnuu, kacaronmecs cypdakrantHbix npotenHoB C u A (SPC u SPA), a takxke temomepas [9]. ['ensr
Temomepa3 — obpatHoil TpaHckpunTasel Teiaomepasbl (TERT) m tenomepassr MPHK nns cuHTe3a Temomep
(TERC) — umMeroT oueHb BaXXKHOE 3HaUYCHUE, MOCKOJIbKY OHOJIOrHYecKasi pojib TEJIOMEP COCTOUT B 3aIllUTE XPO-
MOCOM OT MOBpEXIeHUs. YKOpPOUEHUE TelloMep, Bo3HUKaromee pu reHoMHbIX Hapymenusix TERT/TERC, co-

MMPOBOXAACTCA AIlOIITO30M aJIbBCOJIAPHOTO SHUTCINUA, ABIAOIIUMCI OJHUM M3 MATOTCHECTUYCCKUX MECXAaHHU3MOB

NJ1o.

BapuanTt cemeiinoro snerounoro ¢puopoza (MJID cpeau KpoBHBIX pOJCTBEHHUKOB) COCTaBIAIONINI MeHee 5%
OT Bcell monyssiuu G0JIBHBIX MOATBEP’KAAET 3HAUNMOCTh TeHeTHuecKuX (akropos npu NJID Ha kimHUUECKOM
ypoBae. I[Ipu cemeitnom NJID npennonaraercs ayTocCOMHO-IOMUHAHTHOE HACJIEIOBAaHUE T€HA JIETOYHOTO (hrd-
po3a. Kpome Bblllle epedrCIeHHbIX TeHOMHBIX (DAKTOPOB B Kau€CTBE OJIHOTO U3 MpEApacIoiaratoliux Mpu ce-
MmeriHoMm MJID paccmartpuBaerca redn ELMOD2, nokanu3oBanHbIN B XxpoMocoMme 4q31 u akcnpeccupyemslii B
JIETOYHBIX SMUTEIHOLMUTAX U anbBeosipHbIX Makpodarax [10]. Yposens skcnpeccun MPHK ELMOD?2 3naun-
TEJIbHO CHMIKEH B JIETOYHOM TKaHU OGonbHBIX MJID, uro accomuupyercs ¢ MOBPEXKACHUEM JMHUTEIUOLUTOB U

¢bubporene3om.

3. YacToTa u pacnpocrpanenHocts NJID.

Cuuraercs, 9To B mocieaHue roael uncio 6ompHex NJI® yBenmmuunocs. Craemayer, 0HaAKO, OTMETUTh, YTO
MoKasareiu 3abojieBaeMocT U pacnpocTpaneHHocTH NJID B uccieqoBaHMsIX pa3HbIX aBTOPOB CYIIECTBEHHO

OTJINYAIOTCI. DTH pa3iniusa MOKHO OOBSICHUTD CICAYIOMUMHA TpUYUHAMU: OTCYTCTBHUC YCTKUX U O6IJ_ICHpI/IH$I-



TBIX JMATHOCTUYECKUX KPUTEPUEB (HE TOIHKO PEHTI'CHOJIOTHYECKUX, HO U MOP(OTOTHYECKHX), OTINYHS B JTH-
3aifHaxX McclenoBaHus (MCIOJIb30BaHUE Y3KOM M mmpokoi nepununun NJI®D), Bo3pacTHOl cocTaB marueH-
TOB U Ap. [11] coobmraroT o Tom, uto 3aboneBaemocts NJID cocrasnser 6,8 u 16,3 ma 100 000 HaceneHus B 3a-
BHCHMOCTH OT MCIOJIb30BaHUs y3KoW Wi mupokon nedununmu MJID coorBercTBeHHO. MccnenoBanus, mpo-
BeneHubie B New Mexico ¢ 1997 mo 2005 rr. mokasanu 3a6osieBaemocth 11 u 7 Ha 100 000 Hacenenus cpenu
MYXXYHH M KEHIIMH cooTBeTcTBeHHO [12]. ITokazarenu pacnpocrpanenHocta UJI® B CILIA Bapsupyrot ot 14
1o 27,9 cnydaeB u ot 42,7 1o 63 ciyuaeB Ha 100 000 HaceneHHs MPH MCIIOIB30BAaHUU Y3KOW U MIMPOKOH aedu-
Humu MJID, coorBercTBenHOo [13]. OTMEUYEHO MOBBINIEHUE MTOKA3aTeNe 3a00JIeBAEMOCTH B 3aBUCHMOCTH OT
BO3pacTa: 0OJIe3Hb BO3HMKAET Yallle B LIECTOW M CEAbMOM AeKaaax >KM3HU. BoJbIIMHCTBO 3a00JIeBIIUX KY-

PUIIBLIMKHY WU SKC-KYPHWJIBIIHKH.

CornacHo npeABapUTEIIbHBIM PACU€THBIM JaHHBIM, MOJYYEHHBIM HAa OCHOBE PE3yJbTAaTOB OMPOCa B KPYITHBIX
nysnbMoHoornyeckux nenrpax P®, pacnpocrpanennocts MJI® B PO cocrasiser okono 9-11 ciyyaeB Ha

100.000 nacenenusi, a 3ab6oneBaemocth MJID B npyrux crpanax — 4-6 ciaydaes Ha 100.000 nacenenus [14].

3aboneBaemoctb NJID B eBponeiickux crpanax Ha 100 000 nacenenus: Yenickas Pecybnuka — 0,94, Jlanus —
2,17, Ucnanus — 3,0, Hopeerus — 4,3, BenukoOpuranus — 7,9. Pacipocrpanennocts NJID B eBporielickux cTpa-
Hax Ha 100 000 HaceneHus cocTaBMiIa COOTBETCTBeHHO: Uemickas Pecmybnuka — ot 6,5 1o 12,1, ®unnsaaus — ot

16 no 18, Hopserus — 23,4 [13].

4. KniuHnyeckasi KApTHHA.

3abosneBaHue yallle BCEro BCTpeyaeTcsl y MalueHToB B Bo3pacte crapuie 50 jer. Yacrora 3a00sieBaHUs yBe-
JMYUBAETCA € BO3pacToM U mpeobiagaer nocie 60—70 ner [4]. OTMmeuaercs mpeoOnagaHue 3a00JeBaHUsA Y
MY’KYMH, COOTHOIIEHHE T0JIOB COCTaBIIsAET puMepHo 1,7 : 1 B moib3y myxuuH [15]. bonbmuHCTBO ManueHToB
Ha MOMEHT 00CJI€ZIOBaHUS UMEIOT aHaMHE3 3a00J1€BaHUs JJIUTEILHOCTBIO 10 1-3 JIeT, 1 oueHb peko — MeHee 3-

X Mecsiies [16].

OcHOBHO *as1000i1 OONBHBIX SIBJISETCS OJBILIKA BO BpeMs (u3ndeckux Harpy3ok. Ilo mepe pa3Butus 3a60-
JIeBaHMUS OTMEYAeTCs HapacTaHWE OMABIIIKH, BIUIOTH JO TOJHOW MHBAJIUAW3ALMU OOJBHOIO: M3-3a OJBIIIKH
00JIbHOM He crIOCOOeH npou3HecTH (pasy, He MOXKET XOIUTbh, 00cTyxuBath ce0s [4,16]. Tak kak 6ose3Hb MPoO-
rpECCUPYET JOBOJIBHO MEJICHHO, IMAIMEHTHI YCIIEBAIOT aaliTHPOBATHCS K CBOCH OJIBIIIKE, TIOCTETIEHHO CHIKAs

CBOIO aKTUBHOCTH M MEPEX0/Is K 0oJiee macCUBHOMY 00pa3y )KU3HH.

YacteiM cumntomom MJID siBnisiercst cyxolt kamens (okojo 75%), unorga — npoayktuBHbIi (10 20-30%), a
TaK K€ MPOAYKIIHS THOWHONW MOKPOTBI, 0COOCHHO y OOJIbHBIX ¢ TshkeabiMu popmamu NIID [4].

Jluxopanka u kpoBoxapkaHbe He xapakTtepHbl ais WJID. [Ipyrumu cumnromamMu Moryt ObITh oOmIias cia-

00CTh, U3MEHEHUE HOI'TEBBIX (pajiaHT B BUE «OapabanHbIX namodek» (50-90%), cHmkenne Maceol Tena [4,16].



XapakTepHbIM ayCKYJIbTaTUBHBIM IpU3HAKOM Ipu MJID sABIsSeTCS KOHEYHO-UHCIIUPATOPHAs KpEnUTaLys, KO-
TOPYIO CPaBHUBAIOT ¢ 3acTeXKOU (xpuribl «Velcroy). Kpenurarus npu NJID BeicTymMBaeTcsl Ha BHICOTE BIOXA,
T.€. B KOHEUHO-MHCIIUPATOPHBIA mepuon. Ha paHHMX cTagusx oHa Herpomkas M BbIcokas mo vactote (fine

crackles), Ha mo3auux — rpy6as (coarse crackles) [17].

ITo mepe nporpeccupoBaHus 3a00JIeBaHUs MOSBISIOTCS MPU3HAKU JIBIXaTEIbHON HEIOCTATOYHOCTH U JIETOY-
HOU TurnepTeH3uu: qudGy3HbI cepo-TeneabHbld IHano3, ycuienue [[-ro Tona Hax Tero4yHon aprepuen, Taxu-

Kapausi, S3 ranorn, HabyxaHue MICHHBIX BeH, nepudepudeckue orexu [1].

Crenyer moJ4epKHYTh, YTO OMMCAHHASA KJIIMHUYECKAsh KapTHHA MOKET HAOI0aaThes U pH ApYrux auddys-
HBIX 3a00JIEBaHUSX JIETKUX, U TIOATOMY KIMHHUYECKUX MPHU3HAKOB HEAOCTATOYHO JUIS YCTAHOBJICHHS TUArHO3a
NJIo [1].

JlaGoparopHbie TecThl 0OBIYHO He UMEIOT Oombinoro 3HadeHus: npu UJID. Jlo 50% OONBHBIX UMEIOT yMe-
perHoe nosbiiearne COD U CBIBOPOTOYHOTO YpOBHs 00mIeH nakrataeruaporeHassl (JIA), mpumepro mo 20%

601pHBIX NJID UMEIOT yMEPEHHO MOBBIIIEHHBIE TUTPHI PEBMATOUIHOTO (DaKTOpa M aHTHHYKJIEApHOTO (hakTopa

[15].

5. /ImarnocTuka.

JlnarnocTuyeckrue KpUTEepUH M alIropuT™M A B3pocibix 00ipHBIX ¢ U3JI u mogo3penunem Ha MJI® npen-
cTaBiieHbl Ha puc.l. HeoOXoauMbIM 7151 TOCTAHOBKH TOYHOTO JUArHo3a SBJISETCS TIIATENbHOE HUCKIIOUEHUE
aIbTEPHATUBHBIX 3a00JI€eBaHUM MPU MHOTONPO(UIHHOM (MYJbTUAUCIHMILIMHAPHOM) OOCYKIEHUH C y4acTUEM
MyJIbMOHOJIOTOB, PEHTT€HOJIOTOB U MOp(]os10roB, uMeromux onbIT guarHoctuku M3JI. Eciu takoe o6cyxieHne

HCEBO3MOXHO, pPCKOMCHAYCTCS HAlIPABUTH MAIMUCHTA Ha KOHCYJIbTAOUIO K COOTBETCTBYHOIIUM SKCIIEPpTaAM [1,3]

| MopozpeHue Ha UJTO [

]
| BbiaBneHHble npuynHbl U3J1? [ fla

Y Her | Heromn
| KTBP [

oun Y HeT QMM
| Xupypruyeckaa 6uoncma nerknx
oun

BoamorkHana OUIM / sepoaTtHaa OUI
y Heknaccudpuuympyemoin prnbpos

(_man )

Y Y Y Y
| o | |UN®/He UNO | |  weuno |

KTBP = komnbioTepHan Tomorpadua Bbicokoro paspewenusn; M3J1 = nitepctuumnanbHoe 3aboneBaHue nerkux;
UN® = nguonatuueckuin nerounblii Gubpos; MA = MynsTuancuMNAnHapHaa ANCKYCCUA;
OWNM = obbiuHaA uHTepcTUUManbHaa auckyccna; OUIM = obbluHaa MHTEpCTUUMaNbHaA NHEBMOHUA

PucyHok 1. AnarHoctnueckuit anroputm UNd
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6. [uarnoctuyeckue kpurepuu NJID.

Juaraos NJID tpebyer HaIU4Hs CICIYIONINX MPU3HAKOB:

1. uckIroueHus Apyrux u3BecTHhIX npuuuH N3JI, Hanpumep, npodeccuoHaNbHBIX U OBITOBBIX BO3JICHCTBU,
3CT u nposiBIEHU JIEKaPCTBEHHOW TOKCUYHOCTH.

2. nanmune narrepaa OUIl na KTBP y GoibHBIX, KOTOPBIM HE MOKa3aHa XUPYpPruveckas OMOICHS JETKUX
(Ta6m.3).

3. cienuduyeckoe coueranue npuzHakoB OUIT nva KTBP u npu xupyprudeckoir OMONCUU JIETKUX Yy 00JIb-

HBIX, KOTOPBIM 3Ta IMpoleaypa Obliia IpoBeeHa.

Takum oOpa3om, ToUHOCTH auarHo3a MJI®D Bo3pacTaeT nmpu KIMHUYECKOM, PEHTTEHOJIOTHYECKOM U THCTOJIO-
THYECKOM COBIQJICHUU U 3aBEPIIACTCS MHOTONPOQIIIEHBIM (MYJIhIHUCIUILTHHAPHBIM) 00CYKICHUEM CITCITUAITH-
cTamu, uMeromuMu onbIT quarHoctuku M3JI [18]. 1o ocobeHHO KacaeTcs Ciiy4aeB, B KOTOPBIX THCTOJIOTHYE-
CKHE U PEHTIeHOJIOTHYeCKHe Mpu3Haku He coBnaaaT (Hampumep, KTBP ne coorBerctByer OUIIL, HO rcTon0-
rudecku ooHapyxkuBaercss umeHHo OUII). Berasiaenne narrepua OUIT nmpu KTBP unn rucronornyeckomM uc-
cienoBarnu He obmamaer 100% cnemudrunoctero s NJID [1,3]. Onucansl cirydan pa3HbIX THCTOJIOTHYSCKUAX
MaTTEPHOB MPHU XUPYPrUUECKOW OUOIICHH, MOTYYEHHON U3 pa3HbIX YYaCTKOB JierouHOM TkaHu. Cilydau couera-
nus narrepHa OUIT u pubposnoit HCUII (nuckopaantaas OUII) npoTekaroT aHaIOTHYHO CIy4yasiM ¢ maTTep-
Hom OUII Bo Bcex ornenax jerkoro (konkopmantHas OUWII) [19,20]. Dto moaTrBepkaaeT HEOOXOAUMOCTD T10-

Jy4eHUs] XUPYpPrudecKkux OnonTaroB npu nojpo3pennu Ha NJI® u3 HeCKoIbKUX J0J1eH JIETKOTO.

YuuThiBasi BRICOKOKAYECTBEHHBIE JOKa3aTelbcTBa, Kacaromuecs crnerupuunoctd KTBP B BwisBiIeHUN rH-

cronorudeckoro narrepua OUIL, xupypruveckasi OUOIICHs JIETKOTO He sBJIseTcst 00s3aTenbHoM [1,3].

B HeckonbKUX HCCIEIOBaHUSAX CPAaBHUBAIHU BUAEO-aCCHCTUPOBaHHYIO Topakockomnuto (BATC) ¢ oTkperToit
TopakoTtomueit [21,22]. JluarHocTH4ecKasi IEHHOCTh OMONTATOB, OMYYEHHBIX 00OMMH METOJaMH, OJHHAKOBAs,
onHako BATC comnpoBoxaaercs MEHBLIUM YHCIOM OCJIOKHEHUN W MEHbLICH JIUTENbHOCTHIO MpPEeObIBAaHUS
OOJIBHBIX B CTAIIMOHAPE, YEM OTKPBITAs TOPAKOTOMHUS, TOITOMY BBIOOP METOIMKH OHUOIICHU 3aBUCUT OT XHPYP-
THYECKOTO OMbITa B KOHKPETHOM CTAIllMOHApEe M WHAMBHUAYAIbHBIX XapaKTePUCTHK MamueHTa. [Ipu Tsokembix
(YHKIIMOHATBHBIX HAPYIIEHUSX WM 3HAYUTENBHBIX COMYTCTBYIOIIMX 3a00JIEBAHUSX PUCK, CBS3AHHBIA C XU-
PypPrUdYecKOi OHOIICHEH, MOXET TEPEBECHTh MPEUMYIIECTBA THCTOJOTHYSCKOTO IOATBEPIKICHUS TUArHO3a
NJI®. He cnenyeT mpoBOAUTH OMOTICUIO JIETKUX Y TArMeHTOB ctapiie 65 net win ¢ DLco<45%. OxoHuaTenb-
HOE peIICHHE O MPOBEACHUH XUPYPTUUYECKOW OMOIMCHUU JIETKOTO MPUHUMAETCS C YUYE€TOM KIMHMYECKOH CHTYya-

UM KOHKpEeTHOTO OosbHOTO [1,3].

B COBpPCMCHHBIX PYKOBOACTBAX PCKOMCHAYCTCSA IMPOBCACHUC XprpFquCKOﬁ OHOIICHH JICTKOT'0 TOJIBKO npu

«Bo3MokHoM MJIDy» [1,3]. [To maHHBIM COBpeMEHHBIX HcciaenoBaHuii 30-aHEBHAS CMEPTHOCTH MPH OUOIICHU
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JIETKUX COCTaBIsieT OKoyo 3-4% (mmanasoH 1.7%-22%), 4TO CBsI3aHO C TOBBINICHHBIM PUCKOM pPa3BUTHS
oboctpenust MJID nmocne nposeaenus ouoncun. TpancOpouxuanshas ouoricust (TBB) He siBisieTcs ageKBaTHBIM
MeTosioM Mopdomnorudeckoii Bepudpukanuu OUIL, Ho TEb u GponxoansBeonsipubiii taBax (BAJI) mo3BomstoT
UCKITIOYUTH Jpyrue 3aboneBanus u3 rpymnmnsl W3J1, Hanpumep, capkouo3, SK30T€HHBIN aJUIEPrUYecKUuil allb-

BeoJuT, u ap. [4,23].

7.Metoabl Busyaauzanuu npu NId.

Busyanu3zanus n3mMeHeHuil B rpyHOi nojoctH y 60nbHbIX MJID ocHOBaHa Ha 0030pHON peHTreHorpaduu u
koMmmbroTepHor Tomorpaduu (KT). JIpyrue MeToasl U METOTUKHA UCTONB3YIOTCS ToJbKo mocie KT mo crenu-
QJIbHBIM ITOKa3aHUSIM, OOBIYHO B CBSI3U C BO3HUKHOBEHHMEM OCJIOKHEHMH MIIM AJIS IPOBEAECHUU YIIIyOJIEHHOM

mudepeHIaTbHON JUArHOCTHUKH.
Penmezenozpagus

1. TlepBuyHas AMArHOCTHKA M3MEHEHHUH B JICTKUX OCYIIECTBIIIECTCS MPU 0030pHOU peHTreHorpaduu [24].
BrisiBnieHHBIC M13MEHEHUST OOBIYHO UMEIOT HEeCTIEIM(UIHBIN XapakTep, U TpeOYIOT yrouHeHus ¢ momorbio KT.

2. BaxHoit 3aiaueil peHTreHOrpaduu sSBIsSETCS pazrpaHndeHue AU(PQPy3HbIX U3MEHEHUH B IPYIHOI MOJI0-
cTH, xapaktepHbIx ans UJID, oT nokanbHBIX U3MEHEHUN NPU HATMYUU OJUHOYHBIX OKPYTIBIX 00pa3oBaHUIX,
JIOJIEBBIX U CETMEHTApHBIX MOPAXKEHUM, IIJIEBPUTOB U MTHEBMOTOPAKCOB, U JPYTUX MATOJIOTHYECKUX COCTOSHUIA
[1]

3. Ilpumepno y 10% OGonbubix MJID u3MeHeHus: B JETOYHON TKAaHU MOTYT HE BBISBISTHCS MPU PEHTIEHO-
rpaduu.

4. B TUNMYHBIX CiIy4asx IpH peHTreHorpaduu BeIABISIIOT TUdPy3HbIC H3MEHEHHUS JIETOYHON TKaHU B BUJIE
MEJKOCEeTYaToN (MEIKOSYEeUcTo) Aedopmaliy JerouHOro puCcyHKa 3a C4eT UHTEPCTUIIUAIbHOTO KOMIIOHEHTa
[24]. OObIUHO OHM HOCAT JABYXCTOPOHHHH XapakTep, Ooyiee BBIPAXEHbI B KOPTHKAJIbHBIX OTIEIAaX JIETKHUX,
npexae Bcero Haa nuadparmMoil. TUMMYHBIM SBIISIETCS YMEHbIIIEHHE 00BbeMa JIETKUX, YTO MPOsIBIsieTCss Oolee
BBICOKHM PACIIOIOKEHHEM Kymona auadparmsl U 0ojiee TOPU30HTATBHBIM PACIIONOKEHHEM CEpJCYHON TEHHU.
KopHau nerkux mMoryTt ObITH paCHIMPEHBI 32 CUET HECKOIBKHX (DAKTOPOB, B TOM uHucie 00Jiee BHICOKOTO, YeM B
HOpPMeE, PacIoJoKeHUs AuadparMpl, paCIIMPEHUs] KPYIMHBIX JIETOYHBIX apTepUil MPU Pa3BUTHU apTepHUATBHOMN

JICTOYHOU TUIIEPTEH3UH, HEOOJIBIIOTO YBEITHUCHHS OPOHXOIMYIbMOHATBHBIX JTUM()ATHICCKUX Y3II0B.
Komnvromepnas momozpaghusn

KomnbroTepHast Tomorpagusi mo3BoisieT 6osiee TOUHO, YeM peHTreHorpadus u JuHeiHas Tomorpadus, olle-
HUTb COCTOsIHUE JieroyHoW TKaHu npu NJID, BeISIBUTH XapaKTepHble MPU3HAKKU 3a00JIeBaHUs U BHIOpATh MECTO
JUTsl OMOTICHH, €CJIM B 9TOM ecTh HeoOxoaumocTh [1]. TToatomy KT siBnsiercs o0s3aTenbHBIM HCCIIEIOBAHUEM

JUISL BCEX IMALMEHTOB ¢ npeamnojaraecMbiM NJID.

Tloxazanus k KoMnvlOmMepHoU momozpaguu
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1. JlerasbHas OIlEHKa XapakTepa U3MEHEHHMU B TPYJHOW IOJIOCTH, BBISIBICHHBIX MpPU pEHTTEHOrpaduu y
MALMEHTOB C KIMHUYECKUMHU npu3Hakamu NJID

2. BroiBnenue u3MeHeHM B TPYIHON MOJIOCTH Y MAIMEHTOB € KIMHUYECKUMU npu3Hakamu MJID (oxpr-
Ka, PeCTPUKLUSA U Jp.) IPU OTCYTCTBUU M3MEHEHUH NPU PEHTreHOrpaduu MM COMHUTEIbHON PEHTIEHOJIOT U-
yeckoll kapTuHe. HecooTBeTCTBHE PEHTI€HOJOTMUECKON U KIIMHUYECKOH KapTHHBI 3a00J1€BaHUS.

3. OmnpeneneHre Mecta OMOTICHHU JIETOYHON TKaHU y TAIMEHTOB C BO3MOXKHbIM NJID

4. OueHka JMHAMUKY Ipolecca Ha (hoHe JieueHus B cpaBHeHuu ¢ npeamectBytoummu KT uccnenoanu -
MU

5. JuddepenumanbHas quarHoctuka AU(@y3HbIX U3MEHEHUH B JIETKUX, BBIIBICHHBIX IPU PEHTTEHOIpa-

¢bun rpynHOI MOIOCTH
Memoouka komnvlomepHas momozpaghuu

Jlj1g OLIeHKH cOCTOSIHUSA JIeTKUX y 00abpHBIX ¢ MJID mpoBoauThCs Tak Ha3biBaeMas Bblcokopasperaromas KT
(BPKT). Ota MeTonnka 3akiro4aeTcsl B BBIIIOJHEHUHM TOHKUX, MEHee 1.5 MM, ToMorpaguueckux cpe3oB, U HUC-
MI0JIb30BaHUs BBICOKOPA3PEIIAIOLIETO aJIrOpUTMa Uil pEKOHCTPYKIMM M300paxeHuil. B HacTosmiee Bpems BO3-

MOYKHBI JIB€ TEXHOJOTHM CKaHUpoBaHus 11 nposeneHuss BPKT nerkux: nomaroBas u cnupaibHas.
Cranuposanue 8 nol0NHCeHUU HA HCUBoOmMe

[TpumensieTcst 1Sl yCTpaHEHUs TaK Ha3bIBAEMOTO I'PaBHTAMOHHOTO 3 deKTa, MpU KOTOPOM HIDKE PaCIoio-
KCHHBIC YJaCTKH JIETKUX BCJIEICTBUE JACUCTBUS CUJIBI TSHKECTH MOTYT HE JIOCTATOYHO 3aMOJHATHCS BO3IYXOM.
OTO MPUBOIUT K CHIKEHUIO BO3AYIIHOCTH JIETOUHON TKAHU W TOSBIECHUIO (JeHOMEHA «MaTOBOTO cTekiay. Mc-
CJIeIOBaHME 0053aTEeNIbHO TTPU COMHHUTENIBHBIX pe3yJIbTaTaX CKaHUPOBAHUS B TIOJIO)KEHUH Ha CIIMHE, OCOOCHHO Y

MMalUEHTOB ¢ npeanonaraeMsiM NJ1O.
Buympusennoe konmpacmuposanue

Crangaptuas BPKT npoBoautcs 6€3 BHYTpUBEHHOTO KOHTpacTupoBaHus. [lokazaHus Juisi BHYTPHUBEHHOTO
BBEJICHUSI BOJOPACTBOPUMBIX KOHTPACTHBIX MpenapaToB Mpu oOcienoBanuu mnanueHToB ¢ MJID BkItovaroT:
MOJ03PEHUE Ha Pa3BUTHE TPOMOOIMOOIMHU BETBEH JIETOYHOW apTepuu, XPOHUUECKOU TPOMOOIMOOIMUECKOM
JIETOYHOM THMEPTEeH3UH, HOBOOOpa30BaHUE B 00IACTH CPEIOCTEHUS UM KOPHS JIETKOTO, a Takke quddepeHiiu-
QIBbHYIO JMATHOCTUKY JIOKAJbHBIX W3MEHEHUH B JIETKUX TKaHU (HAmpuUMep OKpYTiioe oOpa3oBaHWE WM aTe-
nekras). MccnenoBanue ¢ BHYTPUBEHHBIM KOHTpacTupoBanueM npoBoautcs B Buae KT anruorpaduu, ¢ otoo-

paXeHuEeM apTepruaIbHON U BEHO3HOH (ha3bl.
Cemuomuxa UJID no oaunvim BPKT

Huarno3 NJI® sensercs knmuauueckuM. Pertrenonorndeckas u BPKT kaptuHa oTpaskaer mopdosoruue-
CKHE€ M3MEHEHHUS B JIETKUX, KOTOPbIE OMPEIENIIOTCS Kak OObIYHAS WHTEPCTUIMANbHAA MHeBMOHUS. Hanbomb-
1iee JUarHoCTUYECKOe 3HAYEHUE MMEET COUETaHWE OCHOBHBIX MPHU3HAKOB, co3parouux kiaccuyeckyro BPKT

KapTuHy 3a6oneBanus (Ta6..3). [Tockonsky He Bce npuzHaku OUII MoryT ObITH OTMHAKOBO BBHIPAKEHBI Y KOH-
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KPETHOTO TNallMeHTa Ha JaHHOM J3Tare TedeHus 3a0oneBanus, 3aKkioueHue no pesynbratam BPKT Hocut Bepo-
SITHOCTHBIN XapakTep.
OcnoBubiMu npusHakamu OUIT npu BPKT saBnsitorcst quddy3Hble ABYXCTOPOHHHUE PETHKYIISIPHBIC H3MEHE-

HUs, B COYCTAaHHUH C MCIKUMH CY6HHeBpaJ'IBHBIMI/I BO3AYIIHBIMH KHUCTaMHU (COTOBOC J'ICFKOC) H/Un TpaKIUOH-

HBIMH OPOHXO03KTa3aMHu; peodIiaaHiue H3MEHEHUI B KOPTUKAIBHBIX U 0a3aJIbHBIX OT/Aeax Jierkux (puc.2) [1].

L—A;

PucyHok 2. O6bl4Hasa nHTepcTMumnanbHasa nHeBmoHmns, TunuyHas BPKT kapTuHa. a) akcuanbHbiv cpes, 6) dhpoHTansHas pedopmaums,
B) caruTTansHas pedopmManus, 4) akcmanbHbI Cpe3 B MONOXeEHNW Ha xuBoTe. KopTukansHoe pacnpeaeneHme n3ameHeHun ¢
HapacTaHMeM WX OT BepXyLLeK K Anadparme, COTOBOE fierkoe, peTuKynsipHble N3MeHeHUsl, OTCYTCTBME MaTOBOrO CTeKma.
WccneposaHne B NOMOXEHWW Ha XNBOTE NOATBEPXAAET OTCYTCTBME MaTOBOrO CTekna.

HpI/I OTCYTCTBHU COTOBOTI'O JICTKOI'O U HAJIMYHUHU OCTAJIBHBIX MMPU3HAKOB PECHTICHOJIOTHYCCKAA KapTUHA OUIl
CTaHOBUTLHCA JIMIIIb "BOSMO)KHOI‘/'I", YTO MOXCT HOTpe6OBaTB IIPpOBCACHUA OTKpBITOﬁ 6I/IOHCI/II/I, CCJIN HCT IIPOTHU-

BOIIOKA3aHUM CO CTOPOHBI MMAIIUEHTA.

JIoTOJIHUTENbHBIMU MTPU3HAKAMU, YKa3bIBAIOUIMMH Ha BBICOKYIO BeposiTHOcTh OUII, siBisitoTCs: yBenuyeHue
o0beMa MeINaCTUHAIBHOIO HUPa, BHICOKOE PAaCMOJIOXKEHUE Kyrojia aAuadparMbl, paclIupeHre MpaBbIX KaMmep
cepla U KpyIHbIX BETBEH JIETOYHON apTepHUH.

ITpuznakamu, HetunuuHbMH U1 OUII niam npoTrBOpevaMmMu TakoM MAaTOJIOTUH, SBISIOTCSA: CUMIITOM Ma-
TOBOT'O CTEKJIa, YYaCTKU KOHCOJUIAIMH, OJIMHOYHBIE OYar U O4aroBble JTUCCEMHHAIIMM, IpeodagaHue u3Me-
HEHUI B BEPXHMX C CPEIHHUX OTJeNIax JIETKUX, MepuOPOXOBACKYIIIPHOE pacHpeeieHne N3MEHEHUH, BO3TyIII-

HBIC KUCTBI BHC KOPTUKAJIbHBIX OTACIIOB, 6yJ'IJ'163Ha$I BM(bHSGMa.

Ta6auna 3. BPKT npu3Haku o0bI4HOM HHTepcTHIMAILHON nHeBMonun (OUI) [1].

IIpu3Haku, npoTUBOpeyaIIe KAPTHHE

Kapruna OUII Bo3mosknas kapruna OUIIL ONTI
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Hpeo6nazlaHHe CHUMIITOMAa MaTOBOI'o0 CTCKJ1a

VYyacTku KOHCONMUIALUU
IIpeobnananue B 6a3aabHBIX,

KOPTHKATBHBIX OT/ENAX JIETKHX [Ipeobnmananue B 6a3ambHBIX, OOuHOYHBIE OYaru

KOPTHKAJIBHBIX OTAENAX JIETKHX
Judpy3Hble peTUKYIAPHbIE H3MEHEHHS Ouarosbie uCceMHHAIIH

Juddy3Hbie peTukynspHbIe
W3MEHEHHS

[Ipeobnananre n3MEeHEHNH B BEpXHUX C
CPEIHUX OTHeNax

CoroBoe serkoe, ¢/0e3 TpaKIIMOHHBIX

OpOHX0IKTa30B
OTCyTCTBHE JIFOOBIX IIPU3HAKOB,

> ITepubpoxoBacKyIspHOE paclpeecHue
NPOTHBOPEYAIINX JAHHOM MATONOTUH

OTCYTCTBI/IC JIFOOBIX IMPU3HAKOB, .
HU3MCHCHHUU

MIPOTHBOPEYAIINX JAHHOW ATOIOTHU
Bozaymiabie KHCTH BHE KOPTUKATBHBIX
OTIEIOB

Comogoe nieckoe — rpynna BO3IyIIHBIX KUCT, 0OBIYHO CXOAHOTO pasmepa oT 2-3 1o 10 MM, pacrosioskeHHbIe
CyOIIEBpaJIbHO U UMEIOIME YETKO OTYepUeHHbIe CTeHKH [25]. KucTsl uMErOT OKpyriyto (OopMbl, CTEHKH MX

3aMKHYTBI U BUJHBI, UYTO OTJIMYACT 3THU IMOJIOCTU OT 6pOHX03KT330B (pI/IC.3).

]

PucyHok 3. ObbluHasa nHTepcTMumansHas NHEBMOHUS, TUMMYHasA KapTuHa. CoToBOe Nnerkoe Ha akcuansHoMm cpese (a), npu
pedopmaLum BO hpoHTanbHoM (6) 1 caruTTansHON (B) MIOCKOCTAX.

TonmuHa CTEHOK M pa3Mepbl KUCT MOTYT CYHIECTBEHHO pa3inyarbCs, HO OOBIYHO TAKHUE IOJIOCTU BBITJISIAT
OJHOTUITHO. MIHOrAa pa3Mepbl KMCT MOTYT JIOCTHraTh 2-3 CM, UTO 3aTpyJHSET UX pa3rpaHUyYeHue ¢ Oysie3HOH
sMpuzemoit. CUMIITOM COTOBOTO JIETKOTO SIBJISIETCS OCHOBHBIM M Hanbosee gocroBepHbiM BPKT mpusnakom se-
royHoro ¢udposa. PacnonoxeHne KUCT BJOJIb BUCLEPAILHON IJIEBPHI B HECKOJIBKO PS/IOB SIBISIETCA WCKIIHOYH-

TENbHO XapakTepHbIM pu3HakoM OUIIL, B Tom uucne y naunuenTos ¢ NJID.

TpakioHHbIE OPOHXO03KTAa3bl - MPEACTABISAIOT COOON HEPaBHOMEPHOE pacIIMpEeHHE IMPOCBETOB OPOHXOB U
OpOHXHOJI, BBI3BAHHOE CMOPIIMBAHUEM M PACTSHKEHUEM (Tpakiueil) JIerouHoil TKaHM B pe3ynbrate (hubposa
[25].

Pacmmpennbie OpoHXU B MPOJIOJILHOM CEUEHHH OTOOpaXkatoTCsl Kak MOJIOCKH BO3yXa C TOHKUMH BOJHUCTBIMU

creHkamu (puc.4).

B IOMNEPCUYHOM CCUCHHUH OHU MOTYT ONPEACTIATECA B BUAC BO3AYIIHBIX KHCT. OTO MOXKET Co3aaBaTb TPYAHO-
CTH B ﬂH(I)(pCpCHHHaHBHOﬁ JAUArHOCTUKE TPAKIUOHHBIX 6pOHX03KTa30B C CUMIITOMOM «COTOBOT'O JICTKOI'O».
Z[J'IH ITOHHUMaHHA MOp(I)OJ'IOFI/I‘{eCKOFO cy6CTpaTa I_ICJICCOOGPEBHO IIOJIB30BATHCA MHOTOIIIOCKOCTHBIMHU pe(pop-

MAaIusIMH.
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Pemuxynapuvie usmenenus — ckuanorunueckuii penomen npu BPKT, npeacrasisier ceTb U3 OTHOCUTEIBHO
TOHKHX TEPEKPEIIMBAIONINXCS JIMHUM, KOTOpble MOTYT MMETh (OpPMY KOJell, MHOTOYrOJbHUKOB WIN Tapaj-

JICNBHBIX JTUHMIM [25].

H3MeHeHNs BO3HUKAIOT Ha (1)OHC HEU3MEHHOMN WIN ynJ'IOTHGHHOfI I10 THUITY MaTOBOI'O CTCKJIa JIETOYHOM TKaHU

(puc.5).

PucyHok 4. O6blyHasa nHTepcTMumanbHas MHEBMOHUA, TUMMYHANA KapTuHa. PucyHok 5. O6bl4Has nHTepcTuumansHas nHeB-
TpaKkumMoHHble 6POHX03KTa3bl B KOPTUKAmNbHbLIX OTAENax NerkMx Ha pepopMaun B MOHUS, TUNWYHAs kKapTuHa. PeTukynspHble name-
KOCOW MrocKocTu (a) u akcnansHom cpese (6) HEHWs1 B KOPTKarbHbIX OTAenax, 00yCcrnoBrneHHble

YTONLLEHNEM BHYTPUOOIILKOBbLIX NMEPErOpPOaoK,
YyMEpEHHO BblpaXXeHHOe COTOBOE NErkoe

AHaTOMHUYECKU PETHKYJISIpHAsl CETh MPEACTaBiIeHa U3MEHEHHBIM JierouHbiM uHTepcTuiuemM. [Ipu OUII stu
M3MEHEHHsI 00YCIIOBIIEHBI MPEUMYIIECTBEHHBIM YTOJIIEHHEM BHYTPHJOJBKOBBIX HMHTEPCTULHAIBHBIX CTPYK-
Typ, IUaMETp OTHAENbHBIX sfueek He mpeBblmaeT 1 cM. OOBIYHO Tak 0TOOpaxkaroTcs GparMeHThl MEXKaLMOHO3-
HBIX TeperopoJok. bonee kpynHble ceTyaTble CTPYKTYphl JUaMETpoM 1-2 cM MpeAcTaBiIeHbl MEXI0JIbKOBBIMU
neperopoakamu. OHU Takke€ MOTYT OBbITh BBISIBJICHBI B 30HaX PETUKYJISPHBIX U3MEHEHUH, HO UX BBIPAKEHHOCTh

BCCTIa MCHBIIIC MCIIKUX CCTUATBIX CTPYKTYP.

Mamosoe cmekno — cknanorudeckuit penomen npu BPKT, koTopblif XxapakTepusyeTcs yMEpeHHO BbIpaykeH-
HBIM TOBBIIIEHUEM IJIOTHOCTH JIETOYHOW TKaHM, Ha (pOHE KOTOPOTO BUIHBI MPOCBETHI OPOHXOB, CTEHKH OpOH-
XOB M BHYTPHWJIETOYHBIE COCY/BI, 4 TAK)KE OYard M PETUKYISIPHBIE U3MEHEHUS, €CIIM OHHU IIPUCYTCTBYIOT. Mop-
(b osIornYecKo OCHOBHOW CHUMIITOMa MaTOBOI'O CTEKJIa SIBJSIOTCS M3MEHEHUS aHaTOMHUYECKUX CTPYKTYp 3a Ipe-
nenamu pasperatonieit cnocoonoctu KT nmpu coxpaHeHHn BO3IYIIHOCTH JeroyHoi TkaHu. K HUM oTHoOcATCS:
YTOJIIIEHHE MEXKAIbBEOJIAPHBIX MEPErOPOJIOK JIFOO0H MPUPObI, YACTUYHOE 3aNOJHEHHE MPOCBETOB allbBEOJ
JOOBIM COAEPKUMBIM, YMEHBIIIEHHE 00beMa aJbBEOJI 32 CUET TMIIOBEHTUJISILIUH, TOBBIIIIEHHE Nepdy3Uu Jerod-
HOM TKaHU NMpHU W30BITOYHOM KOJIMYECTBO KPOBU B Kanusuigpax. [Ipu OTCYTCTBUM COTOBOTO JIETKOTO U TPaKI[H-
OHHBIX OPOHXO03KTa30B, MATOBOE CTEKJIO MOXKET OBITh OJIHUM U3 MPU3HAKOB aKTUBHOT'O BOCHAIUTEIBHOTO MPO-
necca. [Ipy HaMM4YUKM COTOBOTO JIETKOTO M TPAKIIMOHHBIX OPOHXO’KTa30B MATOBOE CTEKJIO OOBIYHO SIBIISETCS

MPU3HAKOM MHTEPCTUIMAIBLHOTO (pudpo3a.
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Knunuuecxoe snauenue BPKT

BrisiBnenne Tpex ocHoBHbIX npuzHakoB OUII (kopTukanpbHOe/0a3zambHOE pacmpeselieHne, PeTUKYIsSpHbIC
W3MEHEHHUS M COTOBOE JIETKOS/TPAKIIMOHHBIE OPOHXO3KTa3bl), MPH OTCYTCTBHH WM MajOW BBIPAXKEHHOCTH MPH-
3HAKOB, MPOTUBOPEYAILIUX 3TOMY MaTOJIOTHYECKOMY IPOIIECCY, MO3BOJSIET MPABUIBHO OINPEAETUTh XapaKTep
n3MeHeHuit 6onee yem y 90% narnuentos [26]. B 6onbmnHcTBe cinydyaeB Takas tunuyHasi BPKT kaptuna B co-

YETAHUH ¢ KIIMHUYCCKOM CHMIITOMATHKOM MO3BOJISCT M30€KaTh BHIIIOIHCHUS OTKpBITOfI OHOIICHH JICTKOTO.

Tunnynas BPKT xaptuna OUII y Gonpabix ¢ NJI® Habmogaercs B 30-50% wnabmroxenuii [27]. B ocranb-

HBIX cly4asx HeonpezaeneHHble qanabie BPKT MoryT ObITh MOBOOM ISt MPOBEACHHS OTKPHITON OHOTICHH

N3menenus, xapakrepubie it OUIL, BeisBistorces npu BPKT BHE 3aBUCMMOCTH OT NpUYUHBI Pa3BUTHUSA Jie-
royHoro ¢gubpo3a. B cBsizu ¢ 3TUM, yKa3blBaTh B PEHTTEHOJIOTMYECKOM 3aKIIOYCHUH Ha WIMONAaTUYECKUM Xa-

pakTep U3MEHEHUH WM OIPEeNsITh UX Kak npossiaeHue NJI®, ne nenecoodpasHo.

8. ®ynkuuoHa/bHas Auarioctuxka NJId .

Jlerounsie (bYHKL[I/IOHaJ'IBHBIe TECThI UCHOJIB3YHOTCA HJIsI JUAHOCTUKU BCHTUIIAIIMOHHBIX HapymeHI/Iﬁ IIpu

NJI®, nporao3upoBaHusl © MOHUTOPUPOBAHUS TEUEHUS 3a00I€BaHUS.

Mopdonoruyeckne U3BMEHEHHS B JIETKUX, XapakTepHbie 1 MJID, nmpuBoasST K OOMIMPHBIM MaTO(U3H O-
JOTUYECKUM HapyLIEHUSM, KOTOPBIE 3aTparuBarOT MHTEPCTUIUAIBHYIO JIETOYHYIO TKaHb, SHIOTEIUHN Ka-
NUJUIAPOB U alIbBEOJApHBIA snuTenuil. GulOpo3Hble U3MEHEHUSI MEXaJbBEOJSPHBIX MEPErOpoaAOK M MECT
nepexojia pecnupaTopHbIX OPOHXHUOJI B aJIbBEOJIbI 00YCIOBINBAKOT U3MEHEHUS 3JIACTUYECKUX CBOMCTB JIET-
KOT0, CHMJKAIOT UX paCTSHKMUMOCTb, JErKHE CTaHOBATCS pUTHAHBIMH. Kak ciencrBue 3TOro mpoucXOIuT
CHI)KEHHE JIETOYHOro 00beMa, yBeJIudeHue 3Hepro3arpar Ha BeHTwsinuio. ns NJID xapakTepHa rerepo-
IeHHOCTh M3MEHEHUH B JIETKUX: yepelloBaHuE 30H (pulOpo3a ¢ HOpMaJIbHOH JIerouHol TKaHblO. Bo3HMKaeT
HEPaBHOMEPHOCTh BEHTHJISIIIUU. B Toxke BpeMs peAyKIus KalWUISPHOIO pycia TakkKe OTINYaeTCss HEOIH O-
POAHOCTBIO, KOTOpas HE CBs3aHa C JIETOYHBIMU H3MEHEHHSMU. OTO NPHUBOAUT K BEHTUJISALMOHHO-
nepdy3uoHHBIM HapymieHusiM. [Ipu BbIpa)k€HHOCTH HEPABHOMEPHOCTH paCIpeaeeHUs BEHTUISLUOHHO-
neppy3nOHHBIX OTHOIICHUM CHMIKaeTCs MaplHalbHOE HANpsDKeHHe Kuciopoja. Bee Bbllenep eyucieHHble
NPUYKUHBI 00YCIOBIMBAIOT HapyuieHue aupdy3noHHON crmocoOHOCTH Jerkux. [1o3ToMy MUHHUMAaIbHBIH
0o0beM HccIe0oBaHUN JTOJDKEH BKIIIOYAaTh B ceOst o0si3aTenbHOe onpezeneHne GopcupoBaHHON KU3HEHHOMN
emkoctH Jserkux (OXKEJI) (mpu Bo3MOXKHOCTH Jiydille U3MepuTh oOuyto eMkocTh jerkux (OEJI), koTopas
apisiercst cymMmmoit JKEJI u ocraroyHoro o0bema Jerkux) u usmepenue 1udy3MoHHON CIOCOOHOCTH JIeT-

KHX JU1st MOHOOKcHAa yriepoaa (CO) MeTojoM OJHOKPATHOTO BIoXa ¢ 3aaepxkoit apixanus (DLco).

[Ipu mpoBeneHuu JeroyHbIX QYHKIUOHATBHBIX TeCTOB Y 00JbHBIX ¢ NJID 00bIYHO BBISBISAIOT PECTPUKTHUB-

Hbl€ BEHTWISLIMOHHBIE HAPYILIEHUSI C YMEHbIIEHUEM JIETOYHbIX 00beMOB U cHIkeHueM DLco [28]. Ha pannux



cragusix NJID moxxeT ObITh BBISIBICHO U30JIUPOBAaHHOE CHIDKEHHE DLco Mpu HOpMabHBIX JETOYHBIX 00beMax.
ITpu couerannu NJID u smbpuzembl MOKET HaOIIOJAThCA CMEIIAHHBIM TUIT BEeHTWISIIMOHHBIX HAapYyIIEHUH (co-
XpaHEHHE YPOBHS JIETOYHBIX 00BEMOB, OTYYaeMbIX MPH OOAMIIICTUIMOTpapUUECKOM HCCIIEJOBAHNH, IPU He-

IPONOPIHHOHATLHOM CHIDKeHHH DLco) [29,30].

[Ipornoctuueckas 3naunmocth O@XKEJI, usmepennoit npu auarnoctuke MJID, nzydyena He 10 KOHUA, TOT1a
kak 3HaueHne DLco (¢ Koppekiueit mo reMorio0uHy) MO3BOJISIET OIEHUTh BBDKMBAeMOCTh O0bHBIX ¢ MJID:
DLco mmxe 40 % ot momxHoro 3HadeHus (% MOMK.) SIBISETCS TOCTOBEPHBIM (DakTOpoM pucka cmeptu [1].
Taxke ObLIO AOKA3aHO, YTO AecaTypauus (T.e. CHUKEHHE HACBIIIEHHUS FeMOIJIOONHA KUCIopoIoM Huxke 88 %)
npu 6-MUHYTHOM X0ab0€, BhIsIBICHHAs 1pH noctaHoBke NJID, aBnsercs JOCTOBEPHBIM IPOrHOCTHYECKUM (aK-
topom ripu MJID [1]. Tem He MeHee, TpeOyIOTCS TOTIOIHUTEIbHBIC UCCICIOBAHUS I ONPEACICHUS POJIH IPY-
I'UX IMokasaresneil (IpoiIeHHOTO PacCTOSHUSL U YacTOThI CEPJEYHBIX COKPAIIEHUI) Harpy304HOIO TECTUPOBa-

HHA.

OXEJI no3ponser addexktuBHO MoHHTOpUpOBaTh TeueHue MJID: MuHMManbHAs KIMHUYCCKH 3HAYUMAs
pasuuna (MK3P) ms ®XKEJI cocraBusier 3-5% [32]. Paccrosinue, npoiineHHoe 3a 6 MUHYT, TaKXKe JaeT 0ObeK-
TUBHYIO ¥ KJIMHAYECKH 3HAYMMYI0 HHPOPMAIUIO 0 (YHKIIMOHAIEHOM cocTossHUU 00bpHBIX ¢ MJID, MK3P co-
crapisietr 22-37 m [33]. 3mMeHneHus: QyHKIIMOHAIBHBIX MOKa3aTelneld BO BPEMEHH SIBISIFOTCS BaKHBIMU IPOTHO-
ctuueckumu paxtopamu cmeptHoctu mipu MJID. Cuamxenne OXKEJI >10% ot ucxoanoro 3nauenus wi DLCO
>15% B TeueHue 6-12 mecs1eB MO3BOJSET BBIABUTH OOJNBHBIX C 00Jiee BHICOKOM BEPOSATHOCTHIO CMEPTEIBHOTO
ncxona [1].

Ha pannux stanax 3a0oseBaHus Ta30Bblil aHAJIW3 apTEPUATIBLHON KPOBU, BBHIIIOJHEHHBIN B MOKOE, IPAKTHY €-
CKU HE U3MEHEH, XOTs Npu (HU3NUECKON Harpy3Ke yKe MPOUCXOAUT JecaTypaltsi, YTO OTPAKAETCs] CHIKEHUEM
MapUHUAIBHOTO HANPSDKEHMSI KUCIopoa aprepuainbHoi kpoBu PaO; u pacmmpenunem AaPO;. 1o mepe nporpec-
CHpOBaHHUs 3a00JI€BaHUS TUIIOKCEMHUS MOSIBJIIETCSI U B MTOKOE, U COIPOBOXKAAETCS TMIIOKAITHUEH, OTpakarolen
OCOOCHHOCTH JbIXaTE€JIbHOTO NaTTepHa OOJBHBIX - YacTOro MOBEPXHOCTHOro abixaHus (rapid shallow
breathing), runepkarnuus MOSBIAETCS TOJBKO Ha TepMUHAIBHBIX 3Tanax MJID. OcHOBHBIM MEXaHHU3MOM THIIO-
kcemuu nipu WMJID sBisieTcs BEHTUISIIIMOHHO-TIEPY3MOHHBIN TucOanaHc, B TO BpeMs KaK BKIAJ CHUKEHUS

DLCO B nokoe cocrapinsiet juinb 10% u npu uHTeHCHBHON (hr3mueckoit Harpyske 10 30%.

9. Mopdoaoruueckue npuzHaku UJID.

Mopdonorunueckum cyoctparom NJID saBnsercs oObiuHas uHTepcTUIManbHas nHeBMoHus (OUII), koTopas
XapaKTepU3yeTCs COBOKYMHOCTbIO MOP(OJIOTMUECKUX TNPU3HAKOB: XPOHUYECKOE BOCHAJICHHE, B IEPHOA
000oCTpeHus - HapylIeHHE pernapalnuu U Mporpeccupyonmi Guépo3oM J1eroyHOro MHTEPCTULMS PECTIUPATOP-

HBIX OTJIEJIOB JIETKOTO, YTO MPUBOAUT K HAPYIICHHUIO Ta3000MeHa, IPOTPECCUPYIONIEH XPOHUUECKON JIbIXaTelb-
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HOMW HenoctatoyHocTH. B 12-14% nabmionenuii pa3BuBaercs nepudepruueckuil pak JIETKUX ¢ MpeoliagjaHueM
aJICHOKApPIIMHOMBI CO CTENIOUIMMCS POCTOM (CTapblii TEPMHH — OpOHXHOJIOANbBEOJISIPHBIN pak). M3meHeHus
TKaHU JIETKMX HOCUT JIBYCTOPOHHUH, MO3aUYHBIN XapaKkTep C Yepe0BaHHEM MOPAKEHHBIX U y4aCTKOB OOBIYHO-

ro crpoenus [1].

['ncromornueckre NMpuU3HAKUM OOBIYHOW WHTEPCTUIMANBHOW MHEBMOHUM PA3AEsIOT HA JBE TPYIIBl —
«Oompimey» u «Manbiey. K «Oompmmmy mpu3HakaMm oTHocAT: ¢udpobractuueckue (MuodubdpodmacTuyeckue)
(OKYCBI C y4acTKaMH MHTEPCTHIHMAIBHOTO XPOHUYECKOTro BocnasnieHue u ¢pudposa (puc.6), hopmupyromuecs
NPEUMYILECTBEHHO B 30HaX OPOHXMOJIO-aIbBEONISPHBIX MIEPEX0JI0B; 0YaroBOE BOBJICUCHHE TKAHH JIETKOTO TIpe-
MUMYILIECTBEHHO B MOJIUICBPAIbHBIX/TIAPACENITAIBHBIX 30HAX; MIPHU HMPOTPECCUPOBAHUU — (POPMHUPOBAHHE «COTH
(puc.7). K «ManbiM» npu3HaKaM OTHOCST: BHYTPHAIBBEOJSIPHOE CKOIJICHUE Makpodaros; (GoyumkynsipHast Tu-
NepIuIasysi; THIEPIUIA3us/TUIepTpodust TIAAKUX MBI, SHIAPTEPUUT; BHYTPHAIBBEOJSIPHOE CKOIUICHHUE
HEUTPOPHIIOB; OPOHXHOJISIPHAS U TUIOCKOKJIETOYHASI METaIula3usi SIHTENUS, KOCTHAS U JKHPOBas METaIula3us
UHTEPCTHULNS; SHAOTEHHAs JIMIHIHAS [THEBMOHHMS; MHHUMAJIbHBIC MPOSBICHUS IUIEBpHUTA, (HUOpO3a IIIEBPHI;
CyOIuIeBpaIbHbIe OYJUIBI, S03MHO(MIbHAS WHOWIBTPALKS; 04aroBble BHYTPHAJIBBEOJSIPHBIC CKOIICHUS (PHO-

puHa. s NJID HexapakTepHO HAIMYME HEOPTaHWYECKOW MbUIN; TpaHysieM; KieTok Jlanrepranca [34].

dubpobdractuueckue (MropuOpodIACTHISCKHE) POKYCHI HE SBISIOTCS CTPOTO CIeNU(DUIHBIM TPHU3HAKOM
OWUII, omHako WX HaIWYME BAXXHO JUIsI YCTAHOBJICHUS IuarHosza. «COTOBbIE» M3MEHEHHs] OOHAPYKHBAIOT B
OOJIBIIMHCTBE OMEPALMOHHBIX OMOINCHUN TKaHH JIETKUX, OHHM MPEJCTABIAIOT COOOM BO3IYIIHBIE MPOCTPAHCTBA
pa3zHoi (HOpPMBI U pa3MepoB, OOBIYHO BHICTJIAHHBIC KYOMYECKUM DIUTEINEM, Cpeld o4aroB ¢pudpo3a. YuacTku
¢ubpo3a, HE CBSI3aHHBIE C «COTaMUY, — €Ile OJIMH TUIUYHBIN ructojgorndeckuil npuzHak OUII. B ouarax ¢uo-
PO3a U B CTEHKAX «COT» YAaCTO MOXKHO HaOJI0AATh THIIEPIIIA3UIO0 T IKUX MBIIIL, pa3HOW CTENEeHH BBIPAKEHHO-

CTH, HallC BCTPCUACTCA Y Ooiee MOJIOABIX ITAIlTMCHTOB.

ITpu OMII BeTpeyaroTcs aleHOMATO3HbIE U3MEHEHNs, TUIOCKOKIIETOYHAs: MeTaria3us OpOHXUOJISPHOTO 3I1H-
TEJUS ¥ STUTENNS, BBICTHIIAIONIETO aJleHOMAaTO3HbIE «COTOBBIE» CTPYKTYPBI, PEKE BCTPEUaroTCs o4aru occudu-
Kalluu ¥ OOJIUTEPUPYIOLINI SHAAPTEPUNT. Y YACTH MALMEHTOB ONKCHIBAIOT 0YaroBYIO 303MHO(UIBHYIO ITHEB-

MOHMUIO.

Cpenu Mop¢onoruueckux nposiineHnit OUII BeIIensoT U3MEHEHHs!, COOTBETCTBYIOIINE paHHEW M MO3HEH
CTaJluu, KOTOPBIE BApbUPYIOT B 3aBUCUMOCTHU OT cTaauu 3a0oneBanusd. [Ipu knaccuueckoit OUII nucperenepa-
TOpHbIE U (UOPO3HBIE U3MEHEHUSI OOBIYHO MPEBATUPYIOT HAJl BOCHAIUTENbHON MHUIbTpALIUE U XapaKTepu-
3YIOTCS OTJIOKEHHMEM KoJulareHa. BocnanuTenbHas MHOUIBTpanus HpeACTaBIeHA MEIKUMH JTUMQOIUTaMHu,
uHoraa B-muMdonuramMu ¢ mpuMechlo Mia3MaTudeckux kietok. Pubdpobnactuueckue (MuodudpobdbmacTuye-
ckne) GPOKyChl ATO MEJIKHUE O4aru cocrosmme u3 ¢Guopodr1acToB 1 MUOGUOPOOIACTOB C HEKHO OKPAIIEHHBIM

MEKKJIETOYHBIM BEHOICCTBOM.
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[TposiBnenuem o6octpenust OUII sBnsercs nuddysnoe anpBeonsipaoe nospexaenue (JAIT), pexe — opra-
Huzyomascs nueBMonus. JJAIl naGmonaercs BHE 30H (pubpo3a 1 HOCUT MO3aUuHBIH XapakTep. OcI0KHEHUEM
OMUII siBnsiercss BUPYCHOE M OaKTepHaIbHOE BOCHAJICHHE B HEMOBPEXKICHHON TKaHU JerkuX. IIpu BUPYCHBIX
OCJIO’)KHEHHUSAX MOpP(]OIIOTHUECKHe M3MEHEHHs B Jerkux HanomuHaioT JIAIl, mpu GakTepuasbHBIX - KapTHHA

IKCCYIATHBHOM OaKTepHabHON OPOHXOIMHEBMOHUH BHE 30H (Gubpo3a [35].

PucyHok 6. O6blyHasa nHTepcTMumansbHas MHEBMOHUSA: PucyHok 7. OBbl4Hasa nHTepctnymansHas NHEBMOHMWS:
¢ubpo3, «B-NnMmMoLMTOB MUKPOCOTbI», OPOHXMOMNO3KTA3bI. MuodmbpobrnactTudeckun oKyc B MeCTE Nepexofa pecnmupaTopHOn
6pPOHXMONbI B anbBeonsbl.

10. EcTtecTBenHoe TeueHue u nporuo3 NJId.

EcrectBennoe teuenne NJID 00ycIOBIECHO MOCTENEHHBIM PEMOACTUPOBAHUEM JIETOYHON TKAaHH, B OCHOBE
KOTOPOT0O JIKHUT Mporpeccupymomee GuOpoTHUECKOe MOBPEXICHHE, HAYMHAIOUIEECS ¢ MUKPOCKOMMYECKHX
cyOmeBpaibHbIX (PUOpoOIACTHUECKUX (POKYCOB, IMOCTENEHHO PACIpOCTPaHAIOUIeecs [0 JISTOYHOW TKaHH B
Buzie GuOpo3a M 3aKaHYMBAIOIIEECS MAKPOCKOITMIECKUMU U3MEHEHUSIMH, XapaKTePHBIMH JIJISI COTOBOTO JIETKO-
ro. Hapacraromuit ¢pubpo3 nerkux sBisieTcs: maToOMoI0rHIecKO OCHOBOH MPOTPECCUPYIONIETO CYOhEKTHBHO-
ro ¥ 0OBEKTUBHOIO YXYyIUIEHUs (PYHKIIMOHAIBHOTO CTaTyca OOJIbHBIX BILIOTH /10 JIETAILHOI'O UCX0/1a, 00YCIIOB-
JICHHOTO JIbIXaTeJIbHOM HEJOCTATOYHOCTBIO MM JIpYTUMH ociiokHeHussMu NJIP. KnuHuueckum 3KBUBaJIEHTOM
ectecTBeHHOTo TeueHust MJID sBisiercs HapacTaHHe peCIUPATOPHBIX CUMIITOMOB (B IIEPBYIO OYEPEb OJIBIIIKI
Y Kaluis), CHIDKCHHE TTOKa3aTeliel JierouHor QpyHkimu, yBenudeHue Guodpo3nbix namenennii Ha KTBP, pa3su-
THE OCTPOHM JBIXAaTEIbHOM HEIOCTaTOYHOCTH U HAcTyIuleHue cmepTH. Haumbosiee yacToil ee mpuuMHON MpH
NJID (60%) sBnsieTcs mporpeccupyromas abxaTelbHas Hegoctarounocts [36]. Kpome Toro, mpuunnamu je-
TaTBHBIX UCX0JI0B Takux 00ybHBIX sBisitorcs UBC, TOJIA u pak nmerkoro. [lomumo mporpeccupytomero tede-
HUS XapaKTEPHOU OCOOEHHOCTHIO ecTecTBeHHOro TeueHuss NJID ssisieTcss Bo3pacT OOJbHBIX: B OOJBITMHCTBE
ciiyyaeB MaHugecTanus 00Jie3HN oTMeuaeTcs y Jul crapuie 60 JeT, yTo, OUeBUIHO, CBA3aHO ¢ MEXaHHU3MaMHU

CTapCHUH.
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PerpocrniekTuBHBIE HCCNeNOBaHMUs, IPOBEACHHbBIE cpeau 00nbHbIX NJID, moka3bIBalOT, 4TO MeauaHa BBIKHU-
Ba€MOCTH OT MOMEHTAa TIOCTaHOBKHU JMArHO3a cOocTaBisieT oT 2 1o 3 jer [1]. Bmecte ¢ Tem, y OOIBHBIX C CO-
XpaHHOHM JIETOYHOH (yHKLHEH 3TOT MOKa3aTellb MOXET ObITh BbIie. Tak, OT MOMEHTa MOSBICHHS IMEPBBIX
cumntomoB MJI® (B ToM YuCiie MPU OTCYTCTBUHU Y MAIMEHTOB PECHUPATOPHBIX CUMIITOMOB M C HOPMaJbHOMN
neroyHoil gyHkimen, Ho ¢ xapaktepHbiMu KT u3MeHeHMsMHU) MeInaHa BEDKMBAEMOCTH 3HAYUTEIIBHO BBIIIIE,
cocraBysisi okoyio 6 ser [37]. Paznuuus mpOJOHKUTEITLHOCTH KU3HU B 3aBHCHUMOCTH OT BPEMEHH IOSBICHHS
MEPBBIX CUMIITOMOB HJIA MIOCTAHOBKHU JUArH03a CBUAETEIbCTBYIOT C OJHOM CTOPOHBI O runoauarnoctuke NJID,
a ¢ Ipyroi — 0 BO3MOXKHOM CYOKIIMHUYECKOH cTaauu 3a00sieBaHus, KOTJIa MOP(OIOTHYECKUE U3MEHEHUS OTle-

PEXAIOT KIIMHUKO-()YHKIIUOHATIbHBIE HAPYIICHHUS.

Brigensitor Heckonbko BapuanToB TeueHus NJID [38]. Haubonee yacThiM U3 HUX SIBISETCS MEJICHHOE, T10-
CTETIEHHOE MPOrPECCHpPOBaHNE OOJIE3HN B TEUCHNUE HECKOJIBKUX JIET. Y HEOONBIION YacT OOJBHBIX COCTOSHUE
OCTaeTcsi CTa0MJIBHBIM Ha MPOTSDKEHUH JJOCTATOYHO JUIMTENILHOTO BPEMEHH, U, HAaKOHell, HauMeHee OJaronpu-
aTHbI BapuanT NJID xapakrepusyercs ObICTpbIM porpeccupoBaHueM 3aboneBanusd. [Ipu kaxaom U3 3Tux Ba-
puaHTOB  3a00JieBaHUs BO3MOYKHO PAa3BUTHE AMIHU30/10B OCTPOTO YXYALIEHUS KJIMHUYECKOTO COCTOSHUS —
oboctpenuit NJID, koTopbie MOTYT OBITH CMEPTEIBHBIMHU WJIM COTPOBOXKIATHCS HEOOPATUMBIM CHH)KEHUEM JIe-
royHoil ¢pynkunu. OTHOCUTENbHAS YacTOTa yKa3aHHbIX BapuanToB MJID nenssectHa. Ha reuenune NJID moryr

BJIMATH TaKHUC COIMMYTCTBYIOIIINC 3a00/1€BaHUs KaK 3M(1)I/I36Ma, JICTOYHAaA r'uIICPpTCH3UA, I'OPB.

[Ipornoz NJI® sBnsiercs aGCONMIOTHO HEOIArOMPUITHBIM, IMOCKOJIBKY 3a00JIeBaHUE XapaKTepHU3yeTcsl Mpo-
TPECCUPYIONTUM TeYeHHEM C ¢aTalbHBIM HCXOJ0M. BMmecTe ¢ Tem, 3KCHepThl CUYMTAIOT BAKHBIM BBHIJICIICHHE
OOJIBHBIX C BBICOKMM PHCKOM JIETAJILHOTO MCXOJa B TEUCHHUE ONIKAMIIUX 2 JIeT, YTO JUKTYETCS HE0OXOAUMO-

CTbIO CBOCBPEMEHHOI'O 06CY)KI[GHI/I$I BOIIPpOCa O TPpAHCIUIAHTAIIUHA JICTKUX.

Hixe IMPUBOIAATCA KJ'II/IHI/IKO'(i)YHKI_II/IOHaJ'IBHBIe napaMeTpbl, pCKOMCHAYEMBIC B KAa4YCCTBC IMPEAUKTOPOB BbI-

COKOT0 puCKa cMepTHOCTH [1].

* YcuseHue oJbIIKN

* Camxenne ®XKEJI > 10 % B teuenue 6-12 mecsien

*DLco < 40% 0omKHOTO UM CHUKEHUE B TuHaMuKe > 15%

e [ToBeimenue P(A-a)O, > 15 MM pr.CT.

*Tect ¢ 6-MuHyTHO# X01b00# (6-MT): necatyparust kucinopoaa Huke 88%, CHUKEHHE TPOUCHHOTO pac-
CTOSIHUS, YBEJIIMUEHUE JUIMTEIBHOCTH BoccTaHOBIeHU YHCC

*cp/IJIA > 25 MM pT.CT. B IOKOE.

11. OdocTpenune HJID.

Knunnueckoe teuenue MJID oObIuHO sBISCTCS XPOHHUYCCKUM U MCHJICHHO MPOrpeCCUPYONINUM, OJHAKO, Y

HCKOTOPLIX MAallUCHTOB Ha6.HIO,[[aCTC$I GBICTPOC IporpeCCUpOBaHUC 3a00JIeBaHUs. Henasuue Ha6J'IIOIlCHI/I$I IIOKa-
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3aJH, 4To y Hebouboro yncia 60apHbIX NJID (okomo 5-15%) MoryT pa3BUBaThCS OCTpbIE YXYIIICHNUS KIUHU-
gyeckoro coctosiHus [39]. DT 3Mu304b1 MOTYT pa3BUBAThCS Ha (pOHE MHEBMOHHH, TPOMOOIMOOIHH JIETOUHON
aprepun (TDJIA), mHeBMOTOpakca, cepaeuHoii HenocTatogHocTu [40]. Ecnu npudnHa oCcTporo yXyAalieHus He
YCTaHOBJICHA, HCIOJNB3YIOT TepMHH «oOoctpenue WNJID» [39,41]. B Hacrosiee BpeMs HESCHO, SIBISICTCS
oboctpenue NJID npocThiM NposIBICHUEM HETUArHOCTUPOBAHHOTO OCJIOKHEHHS, TAKOTO KaK BUpyCHasi HHEK-
st win TOJIA, nnm npeacTasisier co0oi mMporpeccHpoBaHre MATOIOTHIECKOTO MPOoIlecca, JISKAIIEro B OCHO-
Be cooctBenHo MJI®D. B HegaBHEM HCClIeIOBaHUH SKCIIPECCUU TeHOB Yy 00sbHBIX ¢ 00ocTpenueM NJID nnpek-

[HOHHAS STHOJIOTHSI TOTO COOBITHS HE MOATBEPKAcHA [42].

Uctopuuecku kputepusimu oboctpenus: UJID spnsrorcs OecnpuuynHHOE HapacTaHWE OJBIIIKH B TeueHue 1
MeEC, JOKYMEHTHUPOBAaHHAsI FMIIOKCEMHUs! (YXYALIEHUE WM TSDKEJIOE HapyLIEHUE Ia3000MeHa), CBEXKHUE aJIbBEO-
JSpHbIE UHQUIBTPATHl HA PEHTI€HOIpaMMeE JIETKUX U OTCYTCTBUE JIPYroro OOBSCHEHHS, TAKOI0 Kak 3KCTpa-
MapeHXUMaTO3HbIEC MPUYHHBI (ITHEBMOTOPAKC, TUIEBPANIbHBIN BBINOT, TDOJIA) unu cepaednas HEAOCTATOYHOCTh
u obobeMHast eperpyska (ra6i.4) [39]. O6ocTpeHne MOXKeT BO3HHKATh B JTF000H MOMEHT 3a00JIEBaHUS M HHO-
rna ctanoBuTcs nepsbiM nposiieHneM MJID [43]. O6octpenue NJID conpoBoxknaeTcs yCHICHHEM Kaluis, JTH-
XOpaJaKoi, yBenndeHneM o0bema MOKpoThl [41,43]. daktops! pucka oboctpenuss NJID He ycTaHOBIECHBI, HO
COO00IIaeTCs O Pa3BUTUU OCTPOM JBIXATEIBHOM IEKOMIIEHCAIMH MTOCIIEe TOPAKATBHBIX XUPYPrUUE€CKUX OTepanuit
[44], BAJI [45], Ha3HaueHUST HEKOTOPHIX JEKAPCTBEHHBIX MpPEnapaTtoB (MPOTHBOOIYXOJIEBBIC Mpenaparhl, HH-
TeppepoHbl, OHoNOrHYecKre mpernaparsl u 1ap.) [39], XoTsS ocTaeTcst HeSICHBIM, TPOBOIUPYIOT JIK 3TH COOBITHS

uctuHHoe o0octpenue NJI® win ABASIOTCS NPUUMHON COOTBETCTBYIOIIUX OCIOKHEHUH.

[Iporno3 o6octpenus NJID, kak npaBuiio, HEOJArONPHUATHBIN, JETATBHOCTh BO BpEeMsl TOCIUTAIM3ALNN 10-

cruraet 65%, u 6omnee 90% — B TeueHHe 6 MECSIIEB OT Havyaia pa3BuTus oboctpenus [39].

I'ucronoruuecku npu oboctpennn MJID pasBuBaercs ocTpoe Wi opraHusyromeecs: 1ud¢ys3Hoe aabBeo-
nspHoe nospexaenue (JAIl) nnm, pexe, opraHusyrouiascs THEBMOHHS B Y4aCTKaX OTHOCHTEIBHO COXPaHHOM
JIETOYHON TKaHH, B CTOPOHE OT Hambosee (puOpo3npoBaHHBIX 30H [39]. B oThmenbHBIX ciiydasx B Ouomrarax
601bHBIX ¢ o0ocTpennem NJI® naxomunu tonbko HeocnoxkHeHHyro OUII mmn opranmsyronryrocs ¢azy ATl

0e3 ructonoruueckux npusuakos OUII [46].

Tadoauua 4. OnpenieneHre U JUArHOCTHYeCKHe KpuTepuu odocrpenns NP [39].

Onpenenenue

OCTpOG, KIIMHUYCECKN 3HAYUMOC PECIIMPATOPHOC YXYAIICHUEC, XAPAKTCPU3YIOIICECCS HOBBIMU, PACIIPOCTPAHCHHBIMHU aJIbBCOJISIPHBIMU

HapyUIEHUSIMU

JuarHocTuyeckue KpuTepun
*  YcTaHOBIEHHBIN paHee WIK KOHKYPeHTHbIN nuarnos NJID
*  Octpoe yxXyalIeHHne UK pa3sBUTHE OJBIIIKH — TUIIMYHO MEHBIIE OJHOTO Mecsa

*  KT: HoBbIe OnnaTepaibHble HHOWIBTPATHI IO THITY MaTOBOT'O CTEKJIa W/MIIM KOHCOMHMANK Ha (JOHE KapTHHBI OOBIYHOM




23

I/IHTepCTHHI/IaHLHOﬁ ITHCBMOHHWHA

e YXyOumeHus HE MOTYT OBITh ITOJTHOCTHIO OOBSICHEHBI CEPIETHON HETOCTATOYHOCTHIO HIIH MEPErpy3Koi 00beMOM

B nacrosiiiee Bpemst HEeT JoKa3aHHBIX, () ()EKTUBHBIX METO0B Tepanuu oboctpenuit MJID. DT1o octasuser
MAUEHTY U KIMHULUCTY paccMaTpUBaTh JIMIIL MOJAECPKUBAIOLIYIO Tepalnio (KUCIOpOJoTepanus, pecrnupa-
TOpHas MOJJEPKKA) U BMEIIATEIbCTBA, HE UMEIOIINE JoKa3aTeNbHylo 0a3y. MHOTHE ManueHTsl ¢ 000CTpeHHEM
N®DJT nmo-pesxxnemy nosryqarorT cuctemubie ['KC, HO HEeT mokaszatenbHOW 0a3bl Takoro mojaxona. Iloatomy B
HACTOsIIIee BpeMsi HEBO3MOXKHO MPEIOCTABUTH CIIEU(PUUECKUE PEKOMEHIAIINK O J03aX, ITyTH BBEACHUS U JUTH-
tenbHOCTH Tepanuu ['KC npu o6octpennn UJID [1]. Takke HE0OXOAUM TIIATEIbHBINA MOUCK BCEX BO3MOMXHBIX

npuurH oboctpenus NJI® u ux koppekius [39].

12. OcJ10:xHeHHs U conmyTCcTBYIOIMe 3a00eBanus npu NJID.

Cpenu Haunbonee BeposTHBIX ocnokHeHud WNJID crnegyeT OTMETUTH BTOPHUHYIO JIETOUHYIO THIIEPTEH3UIO
(JIT"), popmupoBanue «JI€ro4HOrO» cepiua, ractpolsodareaibHbiii pedirokc, smbpuzemy nerkux [1]. Teuenue

NJI® moryT yXyAmaTh U TaKHe BHEIIHUE CTUMYIIBI KaK KypeHHe, BUPYCHAss HHMEKIUS 1 Ip.

JII' (moBhlllIEHWE CpPEJHEr0o MAABJIEHUS B JIETOYHOW apTepuu > 25 MM PT.CT. 1O JaHHbIM Jlommiep-
Oxokapauorpaduu WM KaTeTepu3alliy MpaBeIX KaMep cep/ia) Hanbonee yactoe ocinoxHerue NIJID (20-84 %
[0 JJAHHBIM Pa3HbIX aBTOPOB). OHAKO cielyeT UCKIIOUUTh U JIpyrue NPUYMHBI MOBBIICHUS JaBJICHUS B Jie-
royHoi aprepun: TOJIA, 3acToiiHas cepiedHas HemocTaTrodHOcTh. Popmupoanue JII' Bener k ycuiueHHro

OJBIIITKH, CHUXKECHHUIO (1)I/ISI/I‘~IGCKI/IX PE3CPBOB MAMCHTA, TIOBBIMICHUTIO BEPOATHOCTH JICTAJIBHOI'O UCXOa [1]

Hanuumne y manmenTa ractpoa3odareanbHoit peditokcHoit 6onesan (I'DPB), conpoBokmaercs MUKpoacu-

panuei 1 MOJKET pacCMaTPUBATHCS Kak (akTop, yXyIIAIOUINA TeueHre 00Ie3HH.

Pak nerkoro Bctpeuaetcs y 0oipHbix NJID npubnusurensio B 3-12% [1]. NJI® MHOruMH aBTOpaMu pac-
CMaTpHBaeTcsl Kak (pakTop prcka BOSHUKHOBEHMS paka JIETKOro (IPEeANoJIOKUTENIEHO CXOJHbIE SIUTeHETHYe-
CKHe aleppallii M MaTOr€HETHYECKHEe MEXaHW3MbI Pa3BUTHS U MPOTPECCHPOBAHUS, B YAaCTHOCTH, T.H. abep-
PaHTHOE «GaXUBIIEHUE PAHBI» MPH 000WX 3a00JeBaHUAX). B TO ke BpeMs CYIIECTBYIOT M pa3iIMyus: MPOTUBO-
OITyXOJIEBBIE Ipenaparthl, MPUMEHIEMbIE NPH PaKe JIETKOro, Jy4eBas Tepanus U XUPYpruueckoe BMelaTesb-
CTBO MOTYT BECTH K 000CTpeHMIO M yTspkeneHuto teueHuss MJID. OOmmm s o6oux 3a0oieBaHUN SBIIsSETCS

MOJIOKUTETBHBIN APPEKT OT MPUMEHEHHUS T.H. MOJIEKYJISPHBIX TapTe€THBIX MpenapaToB (HUHTEIAaHUO).

Ocoboro BHMUMaHMs 3aciykuBaeT couetanue MJI® u sMmduszemsbl, TOTyYUBIIETO B aHIJIOA3BIYHON JHUTEpa-
Type Ha3BaHHWE OTICIBLHOTO CHHAPOMA codeTaHus Jierounoro ¢ubposa u smdpuszemsr (CPFE — Combined
Pulmonary Fibrosis and Emphysema) [47]. OcHoBaHueM /sl BBIICICHUS YIIOMSHYTOTO CHHJIPOMA TOCTY KUK
NPUCYIIUE €My YeTKHE KIMHUYECKHEe, PYHKIIMOHAIbHBIC, PEHTI€HOJIOTHYECKUEe U MOP(POIOTUIECKUE XapaKTe-

puctuku. B cuaapome CPFE o6benuHeHsI 1Ba pa3HBIX 3a00JI€BaHUs: JIETOUHBINH (PrOpO3 (MPEenMyIIeCTBEHHO B
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HIDKHUX OT/IEJax JIETKUX) U 3Mpu3zema (IpeuMyIIeCTBEHHO B BEpXHHUX A0iAX). OTmeueHo, uro cuaapom CPFE
BcTpevaercs y 8-50% 6onbHbIx NJIO (110 JaHHBIM pa3sHBIX aBTOPOB), IPEUMYIIIECTBEHHO Y JIMII MY>KCKOTO IMOJIa
CTapIIUX BO3PACTHBIX Ipymil (cTapiie 65 JeT), KypUIbIIUKOB U SKC-KYPHIIBIIIMKOB CO CTaXXeM KypeHus: Ooiee
40 mauko-ner [47]. Knunuueckoit ocobennoctsio cunapoma CPFE  sBiseTcst Hanuumne BBIPAKEHHOM OJIBIIIKH
IIPU HEPEJKO HOPMAJbHBIX cruporpapuueckux nokasartensax. [IpusHaku 3Mdu3eMsbl, BBIABISIEMbIE B BEPXHHUX

J0JIIX, BKIIFOYAKOT I.[CHTpI/IJI06yJI$IpHBI€, nmapacCruTalbHbIC U 6YJIJI€3HBIC N3MCHCHMUA.

OpuuM n3 Haumbozee yacThiX ociokHeHuM cuHiapoma CPFE sBnsercs nerodyHas runepreH3us, KOTopas
oIpezieNisieTCs MOYTH B MOJIoBUHE citydaeB (47%), 1.e. damie, yem npu UJID u npotekaet Tspkenee. Hammuue JIT
— TUIOXOM MPOTHOCTUYECKUN MPHU3HAK: 5-TH JIETHSSI BBDKUBAEMOCTh y 00sbHBIX ¢ cuHapomoM CPFE B couera-
uuu ¢ JII' cocrasiser numib 25 , 6e3 JII' — 75% [47]. ®opmuposanue JII' y 6onbHbIx ¢ curapomom CPFE (6o-

nee 75 MM pT.cT.), BbisiBisiemoe npu Jonminep-OxoKI', siBisieTcs npeuKTOpoM JETaIbHOTO UCXO0/1a.

VY GonpHBIX ¢ cunapomoM CPFE oTmedeH Takke BBICOKHMI PUCK Pa3BHTHUS paka Jierkoro (oxoio 33%), uro
pe3ko yxyamaeT nporao3. He uckimoueno, uyto cunapom CPFE sBisiercss He3aBUCUMBIM (DAaKTOpOM pUCKa pas-

BHUTHS paKa JICTKOIO.

Brnusiaue Ha Teyenue u ucxon NMJIP Takux comyTCTBYIOMMX 3a00JIEBAaHHUI KaK OKUpPEHHE, 0OCTPYKTUBHOE

alHOd CHA JI0 KOHIIA He u3y4eHo [1].

13. buomapkeps1 NJI1D .

JlaHHBIE O IPOTHOCTUYECKOM 3HA4eHUH MapkepoB bAJI 1 CBIBOPOTKM KPOBH HEMHOTIOYMCIIEHHBI U HOCAT pe-
TPOCIEKTUBHBIX XapakTep. C Ipyroi CTOPOHBI, 3TH OMOMapKepbl HEJAOCTYIHBI I MOBCEIHEBHOTO KIMHHUYE-
CKOT'0 MCIOJIb30BaHMsl. Bricokomonexymspublid riukonporenH KL-6 (Krebs von den Lunden-6) otHocuTcs B
yenoBedeckomy MyiHy MUCT, KOTOpBIH NPOAyLHUpyeTcsi pereHepupyromumMu anbseononutamu 11 Tuna [48].
Konnentpanus KL-6 B chIBOpoTKe KpOBH, Kak ObUIO MOKa3aHO, MoBbIIaeTcs y 60nbHBIX NJID u koppenupyer
C TIOBBIIIICHHEM pHCKa JieTatbHOCTH [49]. Mapkepom, cxoaabiM ¢ KL-6, BIsieTCS 0TeYECTBCHHBIH MapKep alb-
BeosomyuH (3EGS) [50]. CeiBopoTOUHBIE KOHLEHTpaluu cypdakranTHbeIX npotenHoB SP-A u SP-D Taxoke
nosblmatores npu MJIO u moryTt nporso3upoBarths BekMBaeMocTh [51]. Takke mpoaeMoHCTpUpPOBaHa B3auMO-
CBA3b MEXKy cbiBOpoTOUYHBIM CCL18, ApyrumMu HIMTOKMHAMU, CBIBOPOTOYHBIM MO3TOBBIM HATPUHYPETHYECKUM
nenTuaoM | JetaabHocThio [52,53]. UccnenoBanre MMII B kpoBu u BAJI MO3BOJISIOT MPEANONIOKHUTH, YTO
MMII1 u MMII7 Toxxe nosbimatotcst y 60nbHbIX NP, u ypoBers MMII7 MokeT KOppearpoBaTh € TSHKECTHIO
3aboneBanus [54]. Konnentpauus SP-A MoxeT MporHo3upoBaTh JeTalbHOCTh [55]. IIporHocTuueckoe 3Haue-
Hue nurosiorndeckoro ananmsa BAJI mpu MJI® e ycranosiieHo [56]. CoriacHo mpeaBapHTEIbHBIM JIOKa3a-
TEIbCTBAM, HaJIMUKE HUPKYIUPYIOIUX GUOPOLUTOB (ME3EHXUMAIbHBIX KIETOK-IIPEAIIECTBEHHUKOB) CBSI3aHO C

0oJiee HU3KOM KPATKOCPOUHOM BEDKUBAEMOCThIO 00sIbHBIX NJID [57].
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14. MenquxkamenTo3Has Tepanus UJID.

Monomepanusa kopmukocmepouoamu

PannoMu3npoBaHHbIE KOHTPOJIMPYEMBIE HCCIEA0BaHUsS MOHOTepanuu ritokokoptukoctepouaamu (I'KC) e
npoBominchk [58,59]. B peTpoCneKTHBHBIX HEKOHTPOIMPYEMBIX HCCIEIOBAHUAX HE JOCTUTHYTO YBEJIWYCHUS
BBDKMBAEMOCTH IIPU MOHOTEPANTUN KOPTUKOCTEPOUIAMH, OJTHAKO JOMYCKAJIOCh, YTO Y HEKOTOPHIX OOJIbHBIX Ha
¢dhone monorepanuu ['KC moxer ymyummrhes nerounas ¢yakuus [60,61]. Jnurensras tepanus ['KC compo-

BOJK/IA€TCS pa3BUTHEM 3HAYMTENbHBIX HEXENATeIbHbBIX sBiieHui [60].
Pexomenoayuu: bonpubie ¢ JID He D0KHBI TOIYYaTh MOHOTEPAITHIO KOpTHKOCTepouaamu (A, 1+).
Komounuposannaa mepanus I'KC u ummynomynpeccanmamu

B nHacrosimiee BpeMs HET yOSIUTEIBHBIX JOKA3aTEIBCTB 00 YIyUYIICHHH BRDKUBaeMOCTH 00NbHBIX WJID mipu
Tepanuu kKoMOuHUpoBaHHOW Tepamnu ['KC n mmMMyHOMyInpeccanTamMu (HanmpuMep, a3aTHONPHHOM WIIA ITUK-
nodochamugom). OgHaKO, pUCK Pa3BUTHs MOOOUHBIX 3((HEKTOB KOMOMHUPOBAHHON Tepanmuy NEpeBEUINBAIOT

BEPOSITHOCTh YIYUIICHHUS JIETOYHON QYHKIIMK HA (OHE KOMOMHUPOBAHHOM Tepanuu [58].

Pexomenoayuu: bonbubie NJI® He momxubl neuntbes komOuHamuen ['KC u ummyHonenpeccantamu (A,
1+).

Monomepanusa N-ayemunyucmeunom

[TonoxurenbHble pe3ynbTaThl 0 MoHOTepanuu N-anerunucrenHoM (NAC) nosyuyeHsl B paHI0MU3UPOBAH-
HOM KOHTPOJMPYEMOM HCCIIEJOBaHUH, IIpH oreHKe jedyeHnusd ['KC, azaTnonpuHOM M nepopaabHbIM alleTHIIL -
crenHoM [62]. B HexgaBHO onyOnukoBaHHOM uccienoBanud PANTHER-IPF He Obut0 mosyuyeHO 1OCTOBEPHBIX
paznuuuit Mexay rpynmamu NAC u mane6o mo OOoJBIIMHCTBY KOHEUHBIX Mokazaresel, Bkiodas DLco u
@OXKEJIL. [To nanusiM nocnennux uccinenoBanuii, repanusi NAC MoXeT ObITh BHICOKO 3((EKTUBHOMN y ManueH-

ToB NJID ¢ onpesienieHHbIME TeHeTHYeCKUMHE mojuMopduszmamu (Hanpumep, TT renotuniom TOLLIP) [63].

PekomeHdauuu: MOHOTCpaHI/IH N-aneTuauucTeNHOM HE JOJDKHA Ha3HA4YaThCAd Ha pYTHHHOﬁ OCHOBE BCCM

oonpabIM WD (B, 1-).
Komoéunayusa npeonusonona, azamuonpuna u N-ayemunyucmeuna

Panee nMMyHOCynpeccaHThl CUMTATINCh BaXKHOW cocTaBHOM "acThio Tepanuu UJID [1]. Cunranocs, 4ro Te-
panus asyms npenaparamu (I'KC mumroc azatuonpud wim nukinodochamua) MoxeT ObITh dpdeKTUBHEE, YeM
monotepanus ['KC [1]. HenaBHo 6bU10 BBIIIOJHEHO OBTOPHOE UCCIIEIOBAaHUE CO CPABHEHUEM TPOMHOM KOMOU-
HUPOBAHHOM Teparuu ¢ rianedo A BCeX TpeX KOMIIOHEHTOB [64]. DTO MHOTOLIEHTPOBOE PaHJOMU3UPOBAHHOE
KJIIMHUYECKOe HCClieJOBaHNE ObUIO MPEKPAIEHO JOCPOYHO MOCIE BBISBIEHHUS TOTO, YTO B IPpYIIE TPOWHOH Te-
panuu JetanbHOCTh (puck HeOnarompuaTtHoro ucxona hazard ratio (HR) 9,26; 95%U 1,16-74,1) u gyacrora

rocriutanu3zanuii (p<0,001) ObLTH BBIIIE, YEM B TPYIIIE TUI1a1e0o0.
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Pexomenoayuu: He pekoOMEHIOBAHO HCMOJb30BaHWE KOMOMHAIMK N-alleTWILMCTEHHA, a3aTUONPHHA H

MPEIHU30JI0HA B JieueHUH 00JbHBIX UJID (A, 1++).

Taouauna S. Pekomengauuu no gpapmakosiornyeckoii repanuu NP

Tepanus He

He naznauats Tepanus Bo3MoOKHA Tepanus pekoMeH10BaHa
pEeKOMEH/I0BaHAa

Tpolinas koMOuHaLMs T'KC AHTupedIIoKCHas Teparus HunTtenann6

AHTHKOATyJISIHTBI HurtocTatuku [Mupdennnon™

AmOpu3eHTaH Komxumma

Huknocnopun A
Wntepdepon-y-1b
bosenran
ManutenTan
DTtaHepient
Cunnenadun

Nmatunnod

NAC

*He 3apeructpupoBaH B P®

Taxoke B HacTosiiee BpeMst B JieueHUU 00apHBIX NJID HE peKOMEHI0BaHO MCIOJIb30BAaHUE TaKUX Iperapa-
TOB, KaK Bap(hapuH U aMOpU3EHTaH — B KIMHUYECKUX HCCIIETOBAHUAX MPOJAEMOHCTPUPOBAHO YXYIICHUE TPO-
rao3a namnuentoB MJI® npu nx HazHadyeHuu (Tad..5). He BbIsIBIEHO MOTOKUTENBHBIX 2PPEKTOB TaKUX Mperna-
paToB KakK: MMAaTUHUO, criieHa(WI, 003E€HTaH M MAIIUTCHTaH, TO3TOMY UX HCIOJB30BaHUE TAKXKE HE PEKOMEH-

nosano mpu UJI®D (Tada.s).

K npenapatam ¢ nokazanHoi 3¢ ¢dexTuBHOCTBIO npH JedeHnu WJID oTHOCATCS TONBKO J1Ba IMpernapara:

nup(eHuI0H U HUHTEIaHUO.
Huzudoumop mupo3unHKuna3 HUHMEOAHUo

HunrtenanuO, panee usBecTHbIi kKak Moisiekyna BIBF 1120, sBnsercs BHyTPUKICTOUYHBIM UHTHOUTOPOM TH-
PO3MHKHHA3, BO3/ICHCTBYIONINX HA PEHENTOPBI HECKOIBKUX (PaKTOPOB POCTA, B TOM 4HCIE (akTopa pocTa co-
cyaucroro sugotenus (VEGFR-1, VEGFR-2 u VEGFR-3), daktopa pocra pudbpodiaacros (FGFR-1, FGFR-2 u
FGFR-3) u ¢akropa pocra tpom6outoB (PDGRF-o u PDGRF-), koTOpbIe HrpatoT BaXXHYIO pOJib B HATOT€He-
3e WJI®D. brnokana AaHHBIX PELENTOPOB MPHUBOJIUT K MOJABICHUIO HECKOJIBKUX MPOYUOPOTUYECKUX CUTHAIb-
HBIX KacKaJIoB, BKJIOUas mposmdepanuio, Murpamnuio u auddepeHmpoBKy GuOpo0IacToB U CEKPEIU0 KOM-
MMOHEHTOB AKCTPALEILTIOIIIPHOTO MaTpuKca. AHTH(PUOPOTHIECKAsT U TIPOTUBOBOCIIAIUTEIbHASI aKTHBHOCTh HUH-

TC,Z[aHI/I6a TNOATBCPIKACHA B HCCKOJIBKUX JOKIIMHUYCCKUX UCCICOAOBAHUAX.

Tepanus 6onpHbIXx NJI® HUHTEHaHMOOM OLIEHMBANACH B TPEX PaHIOMHU3UPOBAHHBIX KOHTPOJIHPYEMBIX HC-
cienoBanmsx [65,66]. Llemsio mepsoro uccienoanuss TOMORROW (II ga3za) Obuto m3ydenue 3pGeKTHBHO-
CTH U 0€30MacHOCTH, B KOTOPOM 4 pasHble 1036l npemnapata (50 mr/cyt, 100 mr/cyt, 150 mr/cyt u 150 mr 2 paza

B CYTKHM) CpaBHHMBaJU ¢ Iutane6o [65]. He Obu10 momydeHo pa3nuuuii B IETAJILHOCTH MEXAY STUMHU TPYIIIaMu.
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ITponient 6onbHbIX co cHkeHneM DIXKEJI 6onee uem Ha 10% 3a 12 mec HabmtoaeHus: ObUT HIDKE B TPYIIE C
camoil BBICOKOH 10301 HuHTenanu6a (p=0,004), npu Apyrux 103ax HE OTIAMYAICSA MO CPABHEHUIO C IUIAIedo.
BonbHble, mOMyyaBIe HUHTENAHUO B M000M 103e, mepeHocuin MeHbine odoctpenuit MJID (HR 0,16; 95%
JIN 0,04-0,70).

Uccnenopanuss INPULSIS-1 u INPULSIS-2 mpeacraBmsuin co00i 1Ba 3epKajlbHBIX PaHIOMH3UPOBAHHBIX
KoHTponupyeMbIx uccienoBanus 111 ¢assl ¢ yuactuem B o6mieit cnoxHocTd 1066 GONBHBIX, KOTOPBIE B COOT-
HoureHun 3:2 monyvanu 150 Mr HuHTenanuOa 2 pasa B JeHb Wi wianebo [66]. B uccienoBanue Takxe BKIIO-
YaJIiCh MAIMEHTHI ¢ mposBieHusaMu dMmpusemsl 10 KTBP u orHomennem O®B,/PXEJ > 0,7 [66]. J{aurens-
HOCTb HaOIIOJIeHUS B 000UX HccieloBaHusAX coctaBuia 52 Hen. Ha gone neyenust 3a nepuos ucciaea0BaHus y
MEHBIIIETO Yrciia 00NbHBIX Tpou3onnio adbcomoToe cHmkeHne OXEJI 6onee wem Ha 10% (RR 1,16; 95%/11
1,06-1,27). Kpome Toro, KoppeKTHpOBaHHas cpenHeroaoBas ckopocts cHmxkenus OXKEJI B rpynme HuHTEA-
Huba ocrasuia 114,7 mi, a B rpynmne miamne6o 239,9 mia (pasuuma 125,2 miu, 95%JU1 77,7-172,8). (RR 1,07;
95%J11 1,03-1,11). TTo maHHBIM CYMMAapHOTO aHAIM3a BCEX TPeX HcclienoBanuii [65,66] Obu10 cienaHo 3akiio-
YEeHHE O TOM, YTO TEpaIusi HUHTEJAaHHOOM MPHBOAMT K YIVIMHEHHIO BPEMEHH 110 mepBoro oboctpenust MJID
(OP 0.53; 95%/11 0.34-0.83) u yBenuueHuro BpeMeHu 10 cMmeptu oT Bcex npudud (OP 0.70, 95%/U 0.46-
1.08) u cmeptu Bo Bpemst tepanuu (OP 0.57, 95%/11 0.34-0.97; p = 0.0274), COOTBETCTBEHHO.

[To6ounbie 3¢ deKThl BCTpeYaIuCh 3HAUUTENBHO Yallle B IpyIe HUHTeAaHu0a (Jaiie BCero - quapes 1 TOll-
HOTa), KOTOphIE, OJHAKO, OOBIYHO HE MPHUBOJWIM K MPEKpaIIeHUI0 Mpuema mpernapara. Pexomennanuu npu
BO3HUKHOBEHMH TTOOOYHBIX SBJICHHUH MPH MPHUEME HUHTEIaHH0a — YMEHBIIIEHUE JT03bI U MpephIBaHUE Kypca Te-

panuu sl yCTpaHeHUsl HeOJaronpusITHBIX SBJICHUM:

. BpemenHoe npekpaiiieHue (0OCTaHOBKa) TEPANUU MIPEnapaToM, 3aTeM

. IToBTOpHOE Havano ¢ cokpaiieHHoi 10308 100 mMr 2 pa3a B I€Hb; U NPU yIOBIETBOPUTEILHOU
IIEPEHOCUMOCTHU BEpHYThCS K 03¢ 150 mr 2 pa3a B AcHb

. VYmensbiienue 103b1 A0 100 Mr 2 pasa B 1eHb 0€3 NpeaBapUTEIbHOTO MIPEPhIBAHMS JICUEHHUS,

. CumMnromaruueckas Tepanus (Jornepamuja B ciiydyae Juapey, METOKJIONPOMUT WIH OHJAHCETPOH
B CJIy4ae TOIIHOTHI U/UJIH PBOTHI).

. Pexomenaanuu no pexxumy nNUTaHUs
Pexomenoayuu: Huntenannd pekoMeH10BaH Jyis Jiedenus nanueatos UJID (A, 1+).
Hupgenuoon

[Mupdpennnon sBaseTcss NepopaabHbBIM aHTUPUOPOTUYECKUM MpPENnapaToM ¢ MHOXKECTBEHHBIMU 3 dexkTamu
(perymsuus mpoguOPOTHYECKUX U MPOBOCHATUTEIBHBIX KAaCKaJOB IUTOKWHOB, YMEHBIIEHUE MpOHQepanu
¢ubpobiacToB u cunTe3a koyarena) [67]. B uccnegoBanun ASCEND nupdeHu10H CylecTBeHHO YMEHBIINIT

yucio 60sbHbIX co cHkenneM OIKEJT 6onee yem Ha 10% 3a 52-HenenbHbIN niepuon [68].

B nacmoswee spema npenapam ne 3apecucmpuposan ¢ P®.
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15. HemenukamenTo3nas tepanusi UJI®D.

Jnumenvnan kucnopooomepanus (/IKT)

Ha ceromus moka oTCyTCTBYIOT HCCIIEIOBAHUS, HEMOCPEACTBEHHO U3y4aBiine ucnoiabzoBanue KT y 60mb-
HbIX ¢ NJI®. B o1HOM HCCliefOBaHUH PETPOCIIEKTUBHO CPAaBHUBAIN BEDKMBAEMOCTH B Koropte 60mbHbIX WJID,
cpemu kotopbix 27% momydanu JIKT [69]. MHorodakTopHbIi aHamu3 moKa3ai, 9YTO KUCIOPO] HE MOBIHII Ha
BBDKMBAEMOCTh 3THX OONbHBIX. HemocTarkoM JaHHOTO MCCIEI0BAHUS SIBISIETCS €r0 PETPOCIEKTUBHBIN TU3aliH.
Ony0nMKOBaHBl HEKOTOPBIE JOKA3aTENbCTBA YIyUIIEHUS! (PU3MUECKOI TOJIepaHTHOCTU Ha (OHE KHCIOPOAOTe-
pamuu y 6osbHBIX ¢ Tunokcemueit mokos [70]. KocBenHble q0Ka3aTenbeTBa O MOJIb3€e KUCIOPOAOTEPAIH MTPU
NJI® ocHOBaHBI Ha JAHHBIX, MMOJYYEHHBIX B JIBYX KPYIHBIX PAHIOMU3UPOBAHHBIX MCCIEIOBAHUAX y OOJIBHBIX
XOBJI ¢ runokcemueit (PaO; 55-60 MM pT.CT.), rAe OBUIO MOKA3aHO JIOCTOBEPHOE YIYYIIIEHHUE BHIKUBAEMOCTH
na ¢one JIKT [71,72].

Pexomenoayuu. bonapabie ¢ NJID u kIMHUYECKH 3HAYMMOUN runokcemue B nokoe (SpO; B mokoe < 88%;

Pa0O, < 55 mm pr.ct.) mospkHbl noaydars JKT (C, 2++).
Tpancnaanmayus nezkux

[TarunerHsisi BEDKUBAEMOCTh 00NbHBIX ¢ MJID mocie TpaHCIDIAaHTAIMU JISTKUX coctaBiseT oT 50 mo 56%
[73,74]. B ogHoM u3 uccienoBanuii ¢ yuactuem 46 60ibHbix NJID, HampaBiIeHHBIX HAa TPAHCIUIAHTAIMIO JIeT-

KHUX, IIPOACMOHCTPUPOBAHO CHUIKCHHUEC PUCKA JICTAJIbHOI'O UCXO0Aa B TCUCHUC 5 JeT mocie TpaHCIINIaHTalluH [75]

OTCyTCTBYIOT TOYHBIE JJaHHBIE 0 HanOoJiee ONTUMAIFHOM BPEMEHH TPAHCIUIAHTAILIUH, XOTS B IIEJIOM KPUTE-
pHUH OCHOBaHBI Ha MU HY3MOHHON CIIOCOOHOCTH JIETKUX M MPOrpeccCHpoBaHny 3a0oieBanus [ 76]. [Tokazanus k

TpaHcIUIaHTanuu Jerkux npu NJI® npencrapneHs! B Tadsuie 6.

Taxoxe ocTtaercs HEACHBIM, €CTh JIM pa3HUIla B BEDKUBACMOCTH ITOCJIC TPAHCIJIAHTAIIUU OAHOTO U o0owux Jer-

Kkux [77].

Tab6anna 6. IToxkazanus K TPAHCIVIAHTALMH JIETKUX NPH HAXONATHYECKOM JieroyHoMm ¢uodpose.

T'ucronormueckuit nian KT nmarTepH 00bIYHON HHTEPCTUIINAIBHON ITHEBMOHNH M OJIMH U3 NTPU3HAKOB!
* DL Hmxe 40% OT HOIKHBIX

* Camxennie ®XKEJI na 10% u Ooiiee B TeueHre 6 Mec HaOIIOAEHUS

» Camwxkenne SpO, Hmke 88% Bo Bpemst 6-MWT.

*» CoroBoe nerkoe Ha BPKT (cuer ¢pubposza > 2).

Pexomenoayuu: bonpupiM ¢ NJI® npu Hanuuuu nokazaHui JOJKHA BBITOJIHATHCS TPAHCIUIAHTALUS JIETKUX

(C, 2++).
HBJI npu pa3sBUTHH AbIXaTeJIbLHON HEJOCTATOYHOCTH

OmnybmrkoBaHO HECKOJIBKO HeOombmux uccienoBannii UBJI y 6onpubix ¢ MJID u apixaTenpHOM HemocTa-

TOYHOCTHIO, BO BCEX TOJyYeHA BHICOKAsI BHYTPUOOIBLHUYHAS JIETATBHOCTH [ 78-80]. B »aTHX HcciaenoBaHusX ObI-
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JIM pa3Hble KPUTEPUH BKIIOUEHUS, HEKOTOPBIE UCCIIEIOBAHUS BKIIIOYAIM OOJBHBIX C JABIXAaTEIbHOM HEA0CTaTOY-
HOCTBIO HEyTOUHEHHOI sTnonoruu [79]. B cuctemaruueckom 0630ope UBJI y 6onpHbIX ¢ MJID 1 npixaTenbHOM
HE/IOCTaTOYHOCTHIO BHYTPUOOJIBHUYHAS JIETAIBLHOCTh cocTaBmia 87% cpeau 135 onmyOnukoBaHHBIX Habmrozae-
Huil [81]. [ly11 HEKOTOPBIX OOJIBHBIX MOKET ObITh ONpaB/JaHa HEMHBA3UBHAs BEHTUJIALMS JIETKUX C MOJIO0XH-
TEeJIbHBIM JlaBjieHueM (B peakux ciaydasx HBJI MoxeTr ncnosiap3oBaTbes Kak «MOCTUKY Iiepesl TpaHCIIaHTalen

JIETKUX).

Pexomenganuu. bonbmMHCTBY OONBHBIX C JBIXaTEIHHOW HEJOCTATOYHOCTHIO, 00ycnoBneHHou MJID, UBJI

HE JIOJDKHA MPOBOIUTHCS, HO 3TOT METO MOXKET OBITh 11€71eCO00Pa3HbIM Y HEKOTOPBIX 00JbHBIX (C, 2++).
Jlecounan peadunumanusn

[IporpaMMsbl J1ero4Hoil peaOuUauTallMKd BKIIOYAIOT adpOOHBIC U CUJIOBbIE TPEHUPOBKH, TPEHUPOBKH T'HMOKO-
cTH, 00yYaromye JIEKIUH, HyTPUTHBHYIO TOJIEP)KKY U TICHXOJIOTHUECKYI0 moMonib. HegaBHo sierounas peadu-
muTanys Obuia u3ydeHa y 6onbHbIX M3J1. B AByX KOHTPOIMPYEMBIX MCCIEAOBAHUSX JICTOYHON peabHIuTaAINH
ipu NJI® nipo1eMOHCTPUPOBAHO YBEIUYEHUE ITPOUIEHHOTO PACCTOSHUS, YMEHbBIIEHHE CUMIITOMOB U MOBBIIIIE-
HUE KauecTBa *u3HU [82,83]. B npyrux HEKOHTPOIUPYEMBIX UCCIIEIOBAHUSIX MOTYyYSHBl aHAJTOTHYHbBIE PE3YIb-
tatbl [84-86]. [TomoxurenpHOE BO3ACHCTBHE JICTOYHON PeadMIINTALIMK MOXKET ObITh 00Jiee 3HAYUMBIM Y 0O0JIb-

HBIX ¢ 00JIce BBIPAXKCHHBIM YXy/IIICHHEM (QYHKIIMOHATIBHOTO cTaTyca [84].

Pexomenoayus. bonpmmacTBy 005bHBIX ¢ MJID n0/mKHA TPOBOAMTHCS JierovHas peadunuranus (B, 1+).

16. JleyeHue 0CJIOKHEHHIT M CONMYTCTBYIOLIUX 3200/ 1eBAHUIA.

Tepanus nezounoii cunepmen3uu

Hannblie o neuenuu JII' (koTopast 00bIYHO ompenensiercs kKak nossiienue cp/lJIA > 25 MM pr.cT. pH Kare-
TepU3alluu MpaBbIX OT/ENOB cepaua) y 6onpHbix MJID BecbMa orpanuuensl. B nenom, Hanbonee 060cHOBaH-
HbIM MeTosioM Tepanuu JII' mpu 3a00sieBaHUAX JIETKUX OCTAETCs JUIMTENbHAsE KUCIOPOJOTEpAIus B JOMAIIHUX
ycloBusAX. Y 0onbHBIX ¢ Tspkenon JII, moaATBepkIeHHOM Npu KaTeTepu3alluy MpaBbIX OTIENOB cepala (To ecTh
npu cp/IJIA > 35 MM pT.cT.), BO3MOKHA MPOOHas Tepanus npenapaTamMu, CO3aHHBIMU IS JICYEHUS JIETOUHOM
aprepuanbHoil runeprensuu (JIAD). B psane uccnenosanuii y nanuentoB ¢ JII' Ha pone NJID nokaszansl moio-
xKuTenbHbIe 3((deKThl cuiieHadguaa — yIydlleHHe JEroYyHONW I'eMOJMHAMUKHM 0€3 yXYIIIEHUS OKCUTECHAIUH
[87] u ynyurienne aucraniuu npu 6-mMuHyTHOM TecTe [88,89]. Takke ecTh AaHHBIEC O MOJIOKUTEIBHBIX dPPEK-
TaX BHYTPHUBEHHOTO SIONPOCTeHONA Y 8 O0NbHBIX (yimydmeHue jerounoi remoguHamuki) [90] u Go3eHTaHa
(yBennyeHue aucTaHuuMu npu nposeneHur 6-MT u noBeimeHne kadectsa xu3Hu) [91]. Heobxonumsl cienu-

AJIBHBIC KIIMHUYCCKUC UCCIICAOBAHMS IMPEIIapaToOB AJId JICUCHUA JIT y JIaHHOM KaTeropuunu OOJIbHBIX.

Tepanusa cacmposzodazeanvnoil peghatokcnou 601e31u



CeroHs UMEIOTCS CBUJETENIBCTBA TOTO, YTO MEIMKAMEHTO3Hasl WK Xupypruueckas tepanus ['OPb no3so-
nsietr crabunm3npoBath GyHkIHo Jerkux [92,93]. B kpynmHOM KOTOPTHOM HCCIIEIOBaHUU MPOAEMOHCTPHPOBa-
HO, YTO HCIIOJIb30BaHHE mpenapaToB st Tepanuu ['DOPb (uHruObutopoB mnpoTOHHOW momMmnbl o H2-
6mokaTopoB) y namueHToB NJID acconmmpoBaHo ¢ MEHbIIEH BbIPAKEHHOCTHIO JIETOYHOTO (hrOpo3a Mo JaHHBIM
BPKT wu ny4mum nporHo3om 6obsHbIX [94]. KpoMe TOro, B 3TOM K€ UCCIIeIOBAaHUU OBLIO BBISBJIICHO, YTO (yH-
JOTUTMKALUS Kenynka o Hucceny, KoTopas yMEHbIIIaeT He TOJIBKO KUCIOTHBIN peditoke, HO M HEKUCIOTHBIH
pedIIIOKC ¥ MUKPOACTIHPAIUIO, TAKXKE yIydlIaeT BEDKUBAEMOCTh nanueHToB WMJID [95]. OnHako, perynspHbIii
[pUEeM MHTUOUTOPOB MPOTOHHOW MOMIIBI ACCOLIMUPOBAH C MOBBIIIEHHBIM PUCKOM IEPEIOMOB IEHKH Oeapa u
BHEOOIbHUYHOM MTHEBMOHUY [96,97]. Moaudukamus o6pasza )u3HH (IPUEM MaJIBIX TOPLHUHA THUIIH, TTOIBEM T'O-
JIOBHOT'O KOHIIA KPOBATU U JIp.) ABJIAIOTCS ONPaBJaHHBIMM peKoMeHaauusMu g nanuentos MJI® ¢ cumnro-

mamu ['DOP.

17. MonuTOopupoBaHHe KIHHUYECKOI0 TeYeHusl 3200/ 1eBaHUS.

Ha6J'IIOI[eHI/Ie 3a 0oabpHEIMU WJID HCO6XO,Z[I/IMO JJIs aKTUBHOI'O BBIAABJICHUA CJIIYUACB IIPOTrpeCCUPYIOLICTO TEC-

yeHus1 3a00J1eBaHus, ISl OLIEHKH TMHAMHUKHA CUMIITOMOB U BBISIBJICHUSI OCJIOKHEHUN TEpaIuu.
Monumopupoeanue npozpeccuposanus 3a00.1€6aHUA

IIporpeccupoBanue MJID mMoKeT NPOSABIATHCS HAPACTAHUEM PECIUPATOPHOM CUMIITOMATUKH, CHUKEHUEM
JeroyHou (¢yHKuMH, ycuieHueM ¢puopo3Hbix n3MeHeHuit Ha KTBP unu snuzonamu ocTporo pecnupaToOpHOTO
YXYALIEHUS.

ITpu oTcyreTBUM ApYyrux NpuyuH nporpeccupoanue NJID ompenensercs mo MosBICHUIO JTHOO0ro U3 cie-
JYIOLIUX KPUTEPHUEB:

* IPOrPECCUPOBAaHUE OJBIIIKHY (TP 0OBEKTUBHOI OLIEHKE);

s iporpeccupyoiee HeykioHHoe cHumxkeHne @IKEJI (B aOCOMIOTHBIX 3HAYEHUSAX) 10 CPABHEHHMIO C MCXOJ-
HBIM YPOBHEM;

* Iporpeccupytoliee HeykiIoHHoe cHukeHne DLco (B aOCONMIOTHBIX 3HAUEHUSAX, C KOPPEKLHEeH o reMoriio-
OMHY) 110 CPaBHEHUIO C UCXOJAHBIM YPOBHEM,;

s IporpeccupoBanue ¢pudpo3a nim Hapactanue oteka no KTBP no cpaBHeHHIO ¢ HCXOHBIM YPOBHEM,;

*000CTpeHUs;

*CMEPTH OT ﬂBIX&TG.]'IBHOfI HEAOCTATOYHOCTH.

B HeckonbKuX KOTOPTHBIX KIMHUYECKUX MCCIIEJOBAHUSIX MOJATBEP)KIEHO, YTO CHM)KEHUE a0COJIFOTHBIX 3Ha-
yennit ®XKEJI na 10% (c ogHoBpeMeHHBIM cHUXeHHeM DLco unu 6e3) mubo cHmkeHne abCONMIOTHBIX 3Haue-
Huil DLco Ha 15% (c onnoBpemenHbM cHmkeHueM DXKEJI mnu 6e3) siBisieTcst CypporaTHbIM MapKepoM Jie-

TaJIBHOCTHU U, NIPU OTCYTCTBHHU JIPYTUX OOBSICHEHUH, MapKepoM InporpeccupoBanus 3adonesanus [98,99]. Ilpo-

30
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rpeccupoBaHue OOJE3HU TAaKKEe MOXKET OTpaxarh MeHbiiee (Ha 5-10%), Ho HeykimonHoe cHikeHue OXXEJI
[100]. B rpymmnax miare60 B HECKOJbKHUX KPYIHBIX PAHIOMHU3HPOBAHHBIX KOHTPOJIUPYEMBIX HCCIICIOBAHUSIX
MOKAa3aHOo, YTO B IEJIOM B MOMYJISAIUHN 00MbHBIX MJID ¢ HCXOMHBIM JIETKUM WM YMEPEHHBIM HapyIICHUEM Jie-

rouHoit pyukiuu cpeanerogooe cumkenne ®IKEJI cocraBnser okomo 200 mi [101,102].

Pexomennyercs usmepsars @XKEJI u DLco ans monutopupoBanus tedeHus: MJID B moBceqHeBHON Bpaueo-

HOM NpakTUKe ¢ UHTEpBajIoM B 3—6 Mec.
Monumopuposanue cumnmomos

Baxxno BbeIsiBUTH OonbHBIX MJID ¢ HapacTaHWeM KIMHHYECKUX CHMIITOMOB, B TIEPBYIO OYE€pPE/b, OJBIIIKH.
[Ipu HapacTaHuM pecHUPATOPHOM CHMIITOMATHKH CIEAYeT OLIEHUTh MPOrpecCUpoBaHUE 3a00JeBaHUS, HU3Me-
PUTH OKCUTE€HAIUIO B IIOKOE U MPHU HArPY3KE U UCKIIIOUUTH Pa3BUTHE OCIOKHEHUH, Hapumep TpoMOo3a riaydo-

KUX BEH HIDKHUX KOHeuHocTer u TOJIA.
Monumopuposeanue okcuzeHayuu

OxcureHanusi ¢ TOMOIIBIO MYJTHCOKCHMETPA JIOJDKHA OLIEHUBATHCS B TIOKOE W NpH (PU3MUECKON HArpy3Ke y
BceX OOJIbHBIX BHE 3aBUCHMOCTH OT CHMIITOMOB, JUIS BBISIBICHHS MOTPEOHOCTH B KUCIOPOJOTEPANHH, KaK HC-
XOJIHO, TaK U B Iporecce HaOmoaeHus. B nenom, necarypanus Huxe 88% Bo Bpemst 6-MT unu sKkBUBasIEHTHO-
r'O Harpy309HOTO TECTUPOBAHMUS SIBIISICTCS ITOKa3aHueM K, kuciopogoreparnuu [103]. Takue nusmepenus cieayer

BBITIOJIHATH UCXOJIHO U Yepe3 KaxKple 3—6 Mec HaOIoAeHHUS.
Monumopuposanue 0c10M#CHEHUT U CORYHICMEYIOUUX COCINOAHUTL

VY 6onbHbIX MJI® MoryT pa3BuBaThCi Takue COMyTCTBYomue cocrosHus, kak JII', TOJIA, pak nerkoro,
NBC, xoTOpbl€ BAUAIOT Ha BBIKUBAEMOCTh. OJTHAKO POJIb PYTHHHOTO CKPUHUHTA JUUISl AMArHOCTUKH 3TUX COCTO-
sAHUM U 3a0oneBaHuil y OonbHbIx NJI® (Hampumep, exeronnas KTBP mis panHel tuarHocTuky paka JIETKOTO)

HE U3y4yeHa.

[Ipu pa3BuTHH OBICTPOrO YXYIIIEHUS PECIUPATOPHBIX CUMIITOMOB CIEAYET AyMaTh O Pa3BUTHH 00OCTPEHUS
NJI® npu MCKIIIOYEHUH APYTUX NPUYMH TAaKOro yxyAueHus, HanpuMep TOJIA, nmHeBMOTOpakca, pecuparop-

HBIX I/IHCI)eKLII/Iﬁ HJIN aCliupanuu.
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Kpurepun (MHAMKATOPBHI) OLIEHKH KAYeCTBA MeIUIUHCKONH MOMOIIM, OKa3aHHOI nauneHTty NJI®D.

I'pynna 3a060/1eBaHUil MM COCTOSIHUT

Koa/xonsl mo MKBE-10: J 84.1

1. CoObITHiiHBIE (CMBICTIOBBIE, COIEPKATEIbHBIE, TPOIleCCHbIE) KPUTEPHH KavecTBa

- Onpezenena Jin TaKTUKA BEJCHUsI OOJILHOTO, CAeTaHbl Ha3HAUCHHS na [ unm Her [
- [IpoBeneno nu o6cnenosanue ®BJI 6onbpHOTO na [l unu Her U
- [Iposeneno mu obcnenoBanne BPKT GomsHOTO na [ i ver [
- [IpoBeneno 1u obcnenoBanme OOTHFHOTO B JMHAMUKE na [ unn Het U

- JlaHbl 11 peKOMEHAALNIO IO HA3HAYEHUIO JUTUTENBHOM KHCIOpOo0Tepany NauenTy ¢ rurnokcemueit (PaO, < 55 mm
pr.ct. win SpO, < 88%) na [ wiau met [

2. BpeMeHHble KpUTEPHH Ka4eCcTBA
- [TontHOE 0OCHenoBanue He T03Ke 10 CYyTOK OT OOpallleHus NalueHTa na [ wim Het [

- [IpoBenieHa mu MynbCOKCUMETPHS HE MO3XkKe 1 CYyTOK OT NMOCTYIUICHUS ManuenTa  ja [ | unu Hert [

- KoHTposb cocTosiHus OOJILHOTO HE PeXke, YeM KaKIble 6 MECSIICB na [ wiu ver [

3. Pe3yibTaTHBHBIE KPUTEPHUH Ka4ecTBA
- IMarHOCTHYECKHE MCCIIENOBAHMS BBIIIOJIHEHEI B IIOJIHOM 00BEME ma [ umm Het [

- TaHBI JIM PEKOMEHAINY TI0 TTPOBEACHHIO BaKIIMHAIIMU OT TPUIINA WIH OT THEBMOKOKKOBOW MH(EKITUH
nal |l unm et [

- IaHbI JT1 PEKOMEH/IAIMH 10 OTKa3y OT KypeHUd na [ unm Her [J

HOpﬂI{OK O0OHOBJIEHUS KJIMHHYECKNX peKOMeHI[allI/Iﬁ

OOHOBNIEHHE KIMHUYECKUX PEKOMEHAAIINI TpoBoauTCs He pexe 1 pa3a B 12 mecsieB. OOHOBIEHHBIN BapUaHT KITH-
HUYECKUX PEKOMEHAALUI yTBEpKIaeTCs Ha 3aceJaHnU UCIIOJIHUTENILHOTO KoMuTera Poccuiickoro PecimparopHoro 06-
LIEeCTBA.
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Ipuaoxenne Al. CoctaB padoyeil rpynmnsbl

Hupexrop ®I'BY «HUUN nynsmononoruuny ®MBA Poccun, rnaBHbINA BHEIITaTHBINA

Yyyaaun A.T.
y CIICTIHAITACT TEPaNeBT-TyJIbMOHOJOT MuH3apaBa P®, akagemuk PAH, npodeccop, m1.M.H.
3aBeAyrONIHi KIMHUYECKUM OT/IEJIOM, 3aMECTUTEINb AUPEKTOpa 0 HayYHOH padore,
Asneen C.H. OI'BY «HUM nynemoHonorum» ®PMBA Poccun, unen-koppecnonaest PAH, npodeccop,

A.M.H.

Aificanos 3.P.

3aBeAyIOLIH OT/AEIOM KIMHIUYECKOH (PU3UOJIIOTHH M KIMHUYECKUX UCCIIEOBAHUN
OI'BY «HUU mynsmononorum» ®PMBA Poccun, mpodeccop, 1.M.H.

Beaenckuii A.C.

3asenyronmii kadeapoii mynsmononorar PHUIMY mm. H.U. TTuporosa, npodeccop, A.M.H.

AccucreHT kadenpsl nmaronornieckoit anatomun umern A.J. Ctpykosa ['BOY BITIO

e a C.A.
Aeryp «IIepsrrit MI'MYVY um. I.M. CeuenoBa» Munznpasa Poccun, K.M.H.
Hupexrop HUU uHTEpcTHIHATEHBIX 1 OphaHHBIX 3a00JCBaHAHN JISTKHUX, 3aB. Kaempoit
HnbxoBuy M.M.
nyasMonojoruu OI10 IICII6 MY um. akan. W.I1. [1aBnosa, npodeccop, 1.M.H.
3aBenyromas kadenpoii matonorndeckoit anatomun nmern A.J. Ctpykosa ['BOY BITIO
Koran E.A.

«[Iepbrit MI'MY um. .M. CeuenoBa» Mun3npasa Poccun, npodeccop, 1.M.H.

Camconosa M.B.

3aBenyromias J1a00paTOPHUU MATOJIOTHUCCKOM aHaTOMKUK U uMMyHOIToruu PI'BY «HUN
nyisMoHosorun» ®MBA Poccun, n.M.H.

Crnepanckas A.A.

JorneHT Kadeapsl peHTIeHOIOTHH U paaualonHoil meaunuasl ['BOY BIIO IICII6IMY um.
W.I1. TTaBmoBa Mun3apasa Poccun, mpodeccop, a.M.H.

3asenyrommii kadenpoii perTrenonorun u paauonorun [ BOY 1O «Poccuiickas
MeIMIMHCKAs! aKaJleMHs OCIEeIUITIOMHOT0 00pa3oBaHus» MUHICTEPCTBA 3APAaBOOXPAHEHHS

Tiopun U.E. . . .
P P®, rnaBHbIN BHEWITATHBIN CIELUATIUCT 110 Jy4eBOM nuarHoctuke Munzapasa PO,
mpodeccop, A.M.H.
3aeayrowmuit otaenom narosnorud ®I'bY «HUU nyasmononorun» ®MBA Poccun,
YepusieB A.JL.
podeccop, A.M.H.
q EA 3aBeayromuit kKadeApoi KIIMHUYECKON ajuteproiorun u myiasMoHonoruu ['bOY JITTO
epHsik B.A.
P «MpKyTCcKas METUITMHCKAs aKaJIeMUs MOCIEIUTUIOMHOTO 00pa3oBaHus», mpodeccop, 1.M.H.
q AB 3aBeayronuit 1abopaTopueit PyHKIIMOHAIBHBIX U YIBTPa3BYKOBBIX METOIOB UCCIICTOBAHIS
epHsik A.B.
p OI'bY «HUUN nynsmononorun» ®MBA Poccun, k.M.H.
3aBeayromuii otaenom auddepennuansHoi quarnoctuku [THUUT PAMH, npodeccop,
Imenes E.N.

JI.M.H., 3aCIIyKE€HHbIH aedarenb Hayku PD




IIpunoxkenne A2. MeronoJiorusi pa3padoTku KINHAYECKHX PeKOMEHIAIUM.

MeTOL[LI, HCIIO0JIb30BAaHHBIC 1JIs1 cﬁopa/ceﬂekmm A0Ka3aTe/IbCTB:
IOUCK B 3JICKTPOHHBIX 0a3ax JaHHBIX.
Onucanue METOA0B, UCITOJb30BAHHBIX IJIfA cﬁopa/ceﬂelcmm JA0Ka3aTeJIbCTB:

JIOKa3aTesIbHOW 0a301 ISl peKOMEHIAIMK SBJISIOTCS MyOnuKanuu, Bomeamue B KokpaHoBckyro OnOnmmore-

Ky, 6a3b1 nanapix EMBASE u MEDLINE. I'nyOuna nmoucka cocrasisiia S JeT.
Metoabl, HCIIOJIb30BAHHBIE /1JI51 OLEHKU KAaYeCcTBAa U CWJIbI I0KA3aTeIbCTB:
* KoHCEeHCYC 3KCIIepTOB;

* OnieHKa 3HaYMMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOH1 (CXema Ipuiiaraercs).

Taoauna 1. PeiiTuHroBasi cxema /Jisi OLEHKH CHJIbI PEKOMEH1aMi.

YpoBun
P Onucanne
JA0Ka3aTeJbCTB

144 Merta-aHanu3bl BEICOKOTO KadecTBa, CHCTEMaTHIECKHUE 0030pb! PaHIOMU3MPOBAHHBIX KOHTPOJIMPYEMBIX
uccnenoBanuii (PKI) wim PKU ¢ odueHb HU3KUM PUCKOM CHCTEMATHUECKUX ONTHOOK

1+ KadecTBeHHO npoBeieHHBIE METa-aHAIN3bI, cucTeMaTndeckne, i PKU ¢ HU3KHUM pruckom
CHCTEMaTHYECKUX OIINO0K

1- Mera-ananu3bl, cuctematniyeckue, wid PKY ¢ BBICOKHM pHCKOM CHCTEMAaTHYECKUX OMINOOK
BricokokauecTBEHHbBIE CHCTEMAaTHUECKUE 0030PHI HCCIEA0BAHUH CITydaif-KOHTPONIb MIIM KOTOPTHBIX

2t uccienoBaHui. BricokokauecTBeHHbBIE 0030PHI HCCIIEIOBAaHUH CITydaif-KOHTPOJIb MIIM KOTOPTHBIX
UCCIIEJIOBaHUI C OY€Hb HU3KUM PUCKOM 3(D(heKTOB CMEIIMBAHUS WIIM CUCTEMAaTHYECKHX OIIUOOK U cpeHei
BEPOSITHOCTHIO IPHYMHHON B3aMMOCBS3H
Xopo1o MpoBeIeHHBIE UCCIIEOBAHUS CITy4ai-KOHTPOJIb WX KOTOPTHBIE UCCIIEAOBAHIS CO CPETHIM

2+ puckoM 3¢ (eKToB CMEIMBAHUS WM CUCTEMAaTHYECKUX OIIMOOK U CpeiHel BEPOSTHOCTBIO TPUYNHHOM
B3aUMOCBS3H

2 HccnenoBanus ciry4aii-KOHTPOIJIb MM KOTOPTHBIE HCCIIEIOBAHUS C BBICOKMM PUCKOM 3((EeKTOB
CMEIIMBaHMA WIH CUCTEMAaTHYECKUX OIIHOOK M CpeHEeH BEPOATHOCTHIO IPUIMHHON B3aMOCBS3H

3 Heananurndeckne ucciaeoBaHus (HapUMep: ONUCAHUS CIIydaeB, CepUil CIIydaeB)

4 MHenue 3KcrepToB

MCTOJII)I, HCIOJIB30BAHHbIC 1JIA AaHAJIMU3A J0KA3aTECJIbCTB:

* O0630pBI OMYOIMKOBAHHBIX METa-aHAIIU30B,;

* CucreMaTH4eCcKue O630pBI C Ta6J'II/II_IaMI/I JA0Ka3aTCIbCTB.

Onucanue METOA0B, UCITIOJIB30BAHHBIX /IJI1 aHAJH3A J0KA3aTECJIbCTB:



[Ipu orOope myOIMKanmii KaKk MOTEHIIUATBHBIX HCTOYHUKOB JIOKA3aTEIhCTB MCIIOIh30BAHHASI B KAXKIOM HC-
CJICIOBAaHUH METOJIOJIOTHSI H3y4aeTcs JIJIsl TOTO, 9YTOOBI yOSAUThCS B €€ BaTUAHOCTH. Pe3ynbTaT H3yueHus BIIHsI-
€T Ha YPOBEHb J0KA3aTEeIbCTB, IPUCBANBAEMBIN MyOIMKAIIMH, YTO, B CBOIO O4Yepe/b, BIHUSICT Ha CUITy BHITEKAIO-

IIUX U3 HEE PEeKOMEH I,

MeTtoonornueckoe n3ydeHne 0a3supyeTcsi Ha HECKOJIBKUX KITFOUEBBIX BOIPOCAX, KOTOPhIE C(HOKYCUPOBAHBI
Ha T€X OCOOCHHOCTSX IHM3aifHa MCCIIEIOBaHMS, KOTOPHIC OKA3bIBAIOT CYIISCTBEHHOE BIIMSHHE HAa BaJUIHOCTH
pe3yIAbTAaTOB U BBIBOJOB. DTH KJIOUEBBIE BOMPOCHI MOT'YT BapbHUpPOBATHh B 3aBUCMMOCTH OT THUIIOB HCCIEAOBa-
HUM, U IPUMEHSIEMBIX BOITPOCHUKOB, UCIIOJIB3YEMBIX JUIsl CTAaHAAPTHU3AIMH TIPoIlecca OLICHKH MyOauKamuii. beur
ucrnonb3oBaH BonpocHuk MERGE, pazpabotanHblii 1 npeiHa3HAYCHHBIN JIJIS IeTaJIbHON OIEHKH W a/IalTallu
B COOTBETCTBUU ¢ TpebOoBanusiMu Poccuiickoro Pecriuparoproro O6mecra (PPO) ans coOmronenus onTu-

MaJIbHOr'O OajaHca MCKOY MGTOI[OHOFHqGCKOﬁ CTPOroCThIO 1 BO3MOKHOCTBIO ITPAKTUYCCKOI'O NPUMCHCHH .

Ha mporecce o1ieHKH, HECOMHEHHO, MOYKET CKa3bIBaThCsl M CYOBEKTHBHBIN (pakTop. [Jii MUHUMU3AIMK OTEH-
IIUAJIbHBIX OLIMOOK KaXJI0€ MCCIIE0BaHUE OLEHUBAIOCHh HE3aBUCUMO, T.€. [0 MEHbLIEH Mepe JBYyMsl HE3aBUCH-
MBIMH 4eHamMH paboueil rpynmnsl. Kakue-mudo pa3inuyus B OLEHKaX 00CYKIAIKNCh YK€ BCEH IrpymIoi B MOJIHOM

cocrase. [Ipr HEBO3MOKHOCTH JTOCTHKEHHUSI KOHCEHCYCa MPHUBJICKAJICS HE3aBHCUMBIH SKCIIEPT.
Tadauubl 10Ka3aTeJILCTB:
TAOJIHMIIBI I0KA3aTENBCTB 3AIOIHSINCh WICHAMU Pad0veid TPYIIIIBL.
MeTtoapl, HCIOJIb30BaHHBIE 1/ (JOPMYJINPOBAHNS PEKOMEHIAINI:

KOHCCHCYC OKCIICPTOB.

Tabauua 2. PeiliTuHroBasi cxema /1Jisi OEHKH CHJIbI PeKOMeHIAalHii.

Cuna Onucanmne

A ITo mMeHbIIElt Mepe OMH MeTa-aHaIN3, cucTeMaTndeckuit 0630p mwnu PKU, oneneHnble kak 1++ , HanmpsAMyo
IIPUMEHHNMBIE K L[EIeBOH MOMYJIAILUHN U IEMOHCTPUPYIOIIHE YCTOHYMBOCTD PE3YIbTAaTOB Uau TPyIIa
JIOKa3aTeNbCTB, BKJIIOYAIOIIAS Pe3yJIbTaThl HCCIEI0BAaHNH, OLIEHEHHBIE KakK |+, HampsAMYyI0 IPUMEHHMBbIE K
L[EJIEBOH MOMYJIAINH U IEMOHCTPUPYIOIIHE O0IIyI0 YCTOHYHUBOCTh PE3yNbTaTOB

B I'pynna noxazaTenbcTB, BKIIOYAKOLIAS PE3YAbTaThl HCCAEA0BAHNUMN, OLEHEHHBIE KaK 2++, HAIPSIMYIO
MIPUMEHUMEIE K [EJIEBOH MOy U IEMOHCTPUPYIOMIKE OOIIYI0 YCTOMYUBOCTE PE3yIbTATOB LIl
AKCTPANOINPOBAHHBIC J0KA3aTENLCTBA U3 UCCIICIOBAHMIA, OIICHEHHBIX Kak 1++ min 1+

C I'pymma moka3ateiabcTB, BKIFOYAIOIIAS PE3YIIbTaThl HCCIICIOBAHUH, OIICHEHHBIC KaK 2+, HAIPSAMYIO
MIPUMEHUMEIC K LIEJICBOH MOMYJISAUHN U IEMOHCTPUPYIOIIHE OOIIYI0 YCTOHYHUBOCTD PE3YIIbTATOB; UIU
SKCTPANOIMPOBAHHBIE TOKA3aTEABCTBA U3 UCCIICIOBAHNM, OIICHEHHBIX Kak 2++

D Jloka3zaTenbcTBa ypoBHS 3 WK 4; w1y SKCTPANoJUPOBaHHBIE TOKA3aTENbCTBA U3 HCCIIEI0BAaHUH, OTICHEHHBIX
Kak 2+

HNuauxaropsl nodpokadectBenHoii npakTuku (Good Practice Points — GPPs):
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PexomeHnayemast 10OpoKauecTBeHHas MPaKTHKa 0a3upyeTcst Ha KIIMHUYECKOM OIbITE WICHOB pabouelt rpyr-

Tl 110 pa3paboTKe PEKOMEHIAINH.
IKOHOMHYECKHH aHAJIN3:
AHanM3 CTOUMOCTH HE TIPOBOIUIICS M ITyOJUKAIUU TT0 (PapMaKOIKOHOMHUKE HE aHATU3HPOBAIUCH.
MeToa BaJauau3anuu peKOMeH 1Al uii:

* BHenHss OKCIICPTHAA OLCHKA,

* BHyTpeHHSsIs SKCIIEpTHAS OIICHKA.
Onucanue MeTo1a BAJINAU3ALUU PEKOMEHIAIMI:

HaCTOSIIJ_II/Ie PEKOMCHAAIUN B HpeI[BapHTCJIbHOfI BEpCUun ObLIN PCUCH3UPOBAHbI HC3aBUCHUMBIMHU 3KCIICPTA-
MU, KOTOPBIX HOMPOCUIIN IMTPOKOMMCHTHUPOBATHL IPCKIAC BCCIO0 TO, HACKOJIBKO MHTCPIPETANA JOKAa3aTCIIbLCTB,

JICKAIIUX B OCHOBEC peKOMeHHaHHﬁ, AOCTYIIHA AJIs1 TIOHUMAaHMus.

HOJ'Iy‘lCHbI KOMMCHTApHUHU CO CTOPOHBI Bpaqeﬁ NEPBUYHOI'O 3BC€HA U YYACTKOBBIX TCPAIICBTOB B OTHOLICHUU
JOXOJUYHMBOCTHU H3JIOKCHUA peKOMeH[[aHI/If/'I " UX OILICHKH BaXXHOCTHU peKOMeHI[aIII/Iﬁ KakK pa60qero HHCTPYMCHTA

ITOBCEITHEBHOM ITPAKTHUKHU.

[IpenBaputensHas Bepcus Obla TaK)Ke HANPaBICHA PEIIEH3EHTY, HE MMEIOIEMY MEIUIMHCKOro oopa3oBa-
HUS, JUI TIOJTY4YE€HUS KOMMEHTApHEB C TOYKH 3pEHMsI NEePCHEKTUB MalueHToB. KoMMeHTapuu, noiay4eHHbIe OT
HKCHEPTOB, TUIATEIBHO CHCTEMATU3HPOBAIUCH U OOCYXKIAINUChH IMpeJcelaTelNeM U WieHaMu padoyeil Tpymmsl.
Kaxxnpiii myHKT oOCyxJancs, 1 BHOCUMBIE B pe3y/lbTaTe€ 3TOr0 M3MEHEHUS B PEKOMEHJALMU PErucTpupoBa-

mchk. Ecin ke n3MEeHEHHS He BHOCHJIMCB, TO PETUCTPHUPOBAIIMCH IPUYHUHBI OTKAa3a OT BHCCCHUA W3MCHCHUM.
KOHchILTaIIHﬂ U IKCIIEPTHASA OLECHKA:

ITpenBaputensHas Bepcusi ObUIa BBICTABJIEHA JUIsSl IIUPOKOro obcyxaeHus Ha caiite PPO s toro, yToOb!
JIMIIa, HE YYacTBYIOIINE B KOHIPECCce, MMEIH BO3MOXKHOCTD MPUHATH y4acTHe B 00CYX/IEHUU U COBEPILIEHCTBO-
BaHUU pexoMmeHanui. [IpoexT pexoMmeHnaanuili Obul perieH3uPOBaH TAaK)Ke HE3aBUCHMBIMH 3KCIEpTaMH, KOTO-
PBIX MONPOCHIIA MPOKOMMEHTUPOBATh, MPEXKAE BCETO, JOXOIUMBOCTh U TOUHOCTh MHTEPIIPETALIUU TOKA3aTEb-

HOM 0a3bl, exkalleil B OCHOBE pEKOMEHIAIIHA.
Padouas rpynna:

Jlnisi OKOHYATeNbHOM peAakuMy U KOHTPOJIS KauecTBa PEKOMEHJAIMK ObLIM MOBTOPHO MPOAHATM3UPOBAHbI
YJieHaMu paboyeil rpynmbl, KOTOpbIe MPUIIUIM K 3aKJIFOUEHHUI0, YTO BCE 3aMEUYaHHsI U KOMMEHTapHU AKCIIEPTOB
MPUHSTH BO BHUMAHUE, PUCK CHCTEMAaTHUECKHUX OLIMOOK MPH pa3paboTKe peKOMEHIalluii CBE€ICH K MUHUMYMY.

OcHOBHBIE peKOMEH/IAIUU:

Cuna pexomennanuii (A — D), ypoBau nokaszarenscts (1++, 1+, 1-, 2++, 2+, 2-, 3, 4) u uHAUKATOPBI JOOPO-

KayecTBEHHOU MpakTuKu - good practice points (GPPs) mpuBosATCs npu U310KEHUU TEKCTA PEKOMEH AU,
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puinoxenune B. Uudopmanus 1 namueHra.

Wnunonaruyeckuii jeroyHsiii ¢udpo3 — 3a0oneBaHMe JIETKUX, IPU KOTOPOM IMPOUCXOIUT MOBPEKICHHE H
YTOJIILIEHNE CTEHOK JIETOYHBIX aJIbBEOJ. AJIBEOJIBI — 3TO TaKME€ MAJEHbKUE «MELIOYKH», UEPE3 CTEHKU KOTO-
PBIX IPOMCXOAUT MPOHUKHOBEHHE KUCIOPOJa U3 BO3AyXa B KpoBb. IIpu mopaxeHun anbBeoJl JeroyHasi TKaHb
yIioTHseTcs: (puOpo3upyeTcs), YTO MPUBOJUT K HEOOPATUMOMY MPOTPECCHPYIOMEMY CHIDKEHUIO (YHKIIUH
nerkux. CHHOHUMaMU HIMONATHYECKOTO JIErOUHOro (pulpo3a SBISIOTCS: UAMONMATHUYECKUN (PuOpo3upyromuit
aJIbBEONUT, (pubOpo3upyromumii anpBeonut. Kak npasuio, 3a0oineBanne Bo3HUKaeT B Bo3pacte crapie 40 ner. K
COYKAJICHHUIO, /IO CUX MOp MPUYMHA 3TON 00JI€3HN HE U3BECTHA.

VY KOro MOXeT BO3HUKHYTh HJIUONATHYCCKUN JIerouHbiid puopos (MJID)?

B rpymnne pucka HaxoznsTcs:

®  KYpWIbLIUKY;

e 101U, paboTarolIe BO BPEIHBIX TPOU3BOJCTBEHHBIX YCIOBUSX;

®  [alMEHTHI C OTATOLIEHHON HacieAcTBeHHOCThIO (eciin MJID ecTh y OIUM3KUX POJCTBEHHUKOB).

CuUMIITOMBI HAMONIATHYECKOTO JieroyHoro Gpubdpo3a.

Kaxk mpaBuio, 3a001eBanne HaYMHACTCST MEJICHHO U He3aMeTHO Jist 6oipHOTrO. s MJID xapakTepHs! ciie-
JYIOLIME CUMIITOMBI:

e  ozblIIKa NpU (HU3NYECKOIN HArpy3Ke (CHavaja Mpy BbIpaXEHHOW HarpysKe, 3aTeM U B I10KOE).

®  CyXOW Kaulens;

®  YTOMJISIEMOCTB;

®  TOJIOBOKDPY)KEHHUE;

e TpeBoOra;

®  CHWXXEHHE Beca.

JUist OTBEPKAEHUS JUAarHo3a JOKTOPY 00s3aTeIbHO HY)KHO MCKIIOYMThH 3a00J€BaHMS JIETKUX HW3BECTHOU
IIPUPO/BI, KOTOPBIE MOTYT TaK)K€ MPOSIBIATHCA KalllIeM M Iporpeccupyroniei onapimkoi. Ecin B pesynpraTe
TIIATEIBHOT0 00CIeI0BaHMs SBHOM MPUYMHBI ’TUX CUMIITOMOB HE HalJIeHO, TO 3a00JieBaHHE CUMTAIOT UANOIIA-
TUYECKUM (HEM3BECTHOW TTPUPO/IHI).

[Ipu nogo3peHuu Ha UINONIATUYECKHH JIerOYHbIN (UOPO3 MUHUMAIIBHBIN MJ1aH 00C/IeJ0BAHNS BKIIIOYALT:

®  aHaJM3 KPOBY;

e juccienoBaHue (QYHKIIMHM BHEIIHETO JbIXaHus (crmporpadusi), KoTopas moMoraeT 00Jiee TOYHO OIpeie-
JUTH MPUYMHY OJBIIIKH, T.K. OHA yamie Bcero Bcrpedaercss npu XOBJI , smduzeme nerkux , OpoHXUaNIbHON
acTMe M Jpyrux 3a00JIeBaHMSIX;

e  KOMIIBIOTEpHYIO ToMorpaduio jerkux. B Hacrosiiee Bpemsi KOMIbIOTepHasi TOMOTpadus JETKUX SIBIIS-

€TCsl OJTHOM M3 CaMbIX TOYHBIX METOAUK JUATHOCTUKU MANONATHYECKOr O JIETOUYHOTO (I)I/I6p038..
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Ecnn mocne TmarenabHO MPOBEACHHOIO PacCIpoca, OCMOTpa M IPOBEAEHHBIX HCCICNOBAHMM Yy JOKTOpa
OCTAIOTCSI COMHEHUS B TMarHo3e, TO MPOBOIUTCS OHONCHs JeTKuX. bruorcus — nponenypa, npu KOTOPOH XUpypr
OIIEpaTUBHBIM ITYTEM IOJy4yaeT MaJCHbKUN y4acTOK TKAHU IMalMEHTa (B JaHHOM CIy4yae - JIETOYHOW TKaHM).
3areM MoJy4eHHbIH 00pazell o1 MUKPOCKOIIOM UCCIIeyeT Bpau-MopQoJIor, A1 TOro YTOObl HAaUTH IPU3HAKU
UAMONATUYECKOTr0 JIErouHoro ¢pudpo3sa.

JleyeHue HIMONATHYECKOIO JIETOYHOT0 (pudpo3a.

K npenaparam ¢ nokazaHHoi 3¢GeKTHBHOCTHIO Tpu JeueHnn MJID oTHOCATCS TONBKO J1Ba Mpenapara ¢ aH-
TU(UOPOTUYECKON aKTUBHOCTBIO: HUHTENAaHUO M nupdeHunoH. [laHHble npenapaThl MO3BOJISIIOT PUOCTAHO-
BUTh IIPOTrpeccupoBaHue 3a00JIeBaHUS M, BO3MOXKHO, MPOJJIMTh KU3Hb NanueHTa. [lpu ObicTpoM yXyaleHun
CaMOYYBCTBHSI, BHE3AITHOM HapaCTaHWUU OBIIIKH HEOOXOIMMO CpOYHO oOpaTuThes K Bamemy nokropy. Takas
CUTYyalus 4acTo TpeOyeT rocnuTanu3anuu B 0onpHuIly. s mpodumakTiku obocTpenuii Bamr nevammuii 1ok-
TOP MOKET PEKOMEHJ0BATh IIPOTUBOIPUIIIIO3HYIO BaKIMHALMIO | pa3 B roj U OJHOKPATHYK) aHTUIIHEBMOKOK-

KOBYIO BaKITMHAIIUIO (I[J'ISI HpO(bHHaKTHKH Pa3BUTHA BOCIIAJICHUA JICT KI/IX).

Cambim 3¢ dexkTuBHBIM criocoOom seueHust MJID sBrseTcss TpaHCIUIAHTAIIMY JICTKUX — XUPyprudeckasi orme-
parus o 3aMeHe MOBPEXkIECHHBIX JETKUX Ha JIETKUE 3J0POBOI0 JOHOPA.

IIpu NJI® 601bHOMY HEOOX0AUMO:

e  00s3aTENILHO MPEKPATUTHh KypeHHE (B TOM YHCJIE TTACCUBHOE), T.K. OHO CIOCOOCTBYET IPOrpecCHpOBa-
HUIO 0OJIE3HH;

®  Y4acCTBOBAThH B IpOrpamMMax JEeroyHou peadunurtanuu. UHCTpyKTOp NedeOHON (PU3KYIBTYPhl PACCKAKET
BaMm 0 pa3nuuHBIX AbIXaTEIbHBIX YIPAKHEHUIX, KOTOPbIE CIOCOOCTBYIOT YMEHBIIICHUIO OJBIIIKU U OOIIeH cra-
oocTu;

e JeunuTh pedrrokcHyro OonesHb (mpu ee Hamuuuu). ['actporsodareanbHas (KeTyIOYHO-TUIIIEBOTHAS)
pedurokcHas 0one3Hb — 3a00eBaHue, MPU KOTOPOM MPOUCXOAUT 3a0poc HEOOIBIIOTO KOJMYECTBA KUCIOTHI U3
JKeJly/iKa B MUILEBO U JbIXaTelbHble MyTH. JlokazaHo, 4TO 3TO 3a00JieBaHUE CIIOCOOCTBYET MPOTrPECCUPOBAHUIO
NJI®D. Jleuenue pedatokcHOM 00I€3HN TOMOKET YMEHBIIUTD MOBPEXAeHUE Jierkux rnpu NJ1®;

®  pEryJspHO NMPUHUMATH JIEKAPCTBEHHBIC MperapaThl, KOTOpble Ha3Hauwms Bamn neuanuii moxkrop. B mo-
CIIeTHUE TOJABl BEJETCS aKTHMBHAas pa3paboTKa MEPCIEeKTHBHBIX MpernaparoB Juis JiedeHusl O0onbHbIX ¢ MJIO.
YTouHUTE Yy CBOEro Jedallero Bpaya O BO3MOXKHOCTH HAONIOACHUS W JICYCHUS B KPYIMHOM Hay4dHO-
uccaeaoBarebeckom yupexaennn (Hanpumep, HUU nmynsmonoMOTHM), A€ MOTYT OBITH JOCTYITHBI COBPEMEH-
HBIC TTPeTapaThl;

®  TIPOBOJUTH JUIHTENbHYIO KuciaopoaoTepanuto. [Ipu NJID, co BpemeHem, BOZHUKAET THIIOKCEMUs (HU3-

KO€ COJICpIKaHHEe KUCIOPO/ia B KPOBH).
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IIpunoxenne C. llIkajabl oeHKH, ONPOCHUKH.

HIxana GAP*.
IIpeaukTopsl Baibl
G Ioa
JKeHIuHbI 0
My K4UHBI 1
A Bo3spacr, Jer
<60 0
61-65 1
>65 2
P Du3noa0rus
DIKEJIL, % m0KHBIX
>75 0
50-75
<50 2
DLco, % M0JKHBI
>55 0
36-55 1
<35 2
He moryT BBIIOTHUTH 3
Cragnu NJI® no mxkane GAP u puck JieTaAIbHOT0 HCX0Aa™.
Cragnn | 1 11
ER RIS 0-3 4-5 6-8
JleTtaqbHOCTH
1 rox 5.6 16.2 39.2
2 roga 10.9 29.2 62.1
3 rona 16.3 42.1 76.8

* Ley et al. Ann Intern Med 2012; 156: 684-91.




