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Cnucok cokpameHui

N3JI - uarepcTunmansubie 3a6oneBanus jgerkux JAI13J1 -
muddy3Hble MapeHxuMaTo3Hbie 3a0oneBanus jgerkux NUUII -
WJIMOINIATHYECKUE HHTEPCTULUAJIbHBIE THEBMOHUU NJID -
uauonaTudeckuit serounsid pudpo3z OUII - oObraHas
uHTepcTuimanbaas muesMoHuss HCUII - Hecnienupuyeckas
MHTEPCTUIUAIbHAS THEBMOHUS

KJI®D - komOunanums Jierounoro ¢Gpubdpo3a u aMpu3emMsl
OB/l - byHKIIUS BHEIIHETO JbIXaHUS

3CT - 3a0o0seBaHMs COETUHUTEIBHON TKaHN

OP - paxkTOpHI pHCcKa

I'DP - ractpo-330dareanbubiii pedokc KT -
kommbroTepHas Tomorpadust BPKT - Beicokopaspermatomiast
kommbroTepHas Tomorpadus BATC - Buneo-
aCCHCTUPOBAaHHAsI TOPAKOCKOIUS

TBb - TpancOpoHxHanbHast OUOTICUS

BAJI - 6ponxoanbseossipHblit 1aBaxx OXKEJI -
dbopcupoBanHas xku3HEeHHast eMKocTh Jerkux OEJI -

00111as1 eMKOCTb JIETKUX

DLco - muddy3ronHas crnocoOHOCTD JIETKHUX I MOHOOKCH/IA yriiepo/ia
MK3P - MuHMManbHas KIMHUYECKH 3HAUMMas pa3HULA
JAII - muddy3Hoe anbBeOIIpHOE NOBPEXKICHHUE

6-MT - Tect ¢ 6-MHUHYTHOH X0/1bOOH

I'KC - rroKOKOpTUKOCTEPOUIbI

JII' - neroynas runepreH3us

NAC - N-anetuiucTens

KT - nnutenbHas KUCIOpOAOTEpPANUs



TepMHuHBI U onpeneIeHUs

*  HurepcTnnuagbHblie 3a00aeBanns Jerkux (U3JI) nam nuddy3nbie napeHxumMaTo3Hblie 3a00/1eBa-
Hus Jgerkux (JAI13JI) — rereporennas rpynna 3a00jieBaHUN ¥ NATOJOTUYECKUX COCTOSHUN U3BECTHOW M HEU3-
BECTHOM MPUPOJIbl, XapaKTEPU3YIOLIAsICsl paclpOCTPAaHEHHbBIM, KaK IPAaBUJIO, IBYCTOPOHHUM IOPAKEHUEM pe-

CHUPATOPHBIX OTJIEJIOB JETKUX (aJIbBEOJI, PECIIUPATOPHBIX OPOHXHON).

*  MHauomaruyeckue MHTepcTHIHATbHBbIE MHeBMOHUU (MUII) — rpymina nHTEpCTUIIMATBHBIX 3200J1eBa-
HUN JIETKUX HEU3BECTHON 3THOJIOTUHU, CXOJHBIMH MPU3HAKAMHU KOTOPBIX SIBJSIOTCS: MPEUMYIIECTBEHHOE MOpa-
KEHHE MHTEPCTHUIMAIBHONW TKAaHU, MPOTPECCUPYIONHA (rOpPO3UPYIOMIMIA MPOLECC B JIETKUX, COMPOBOXKIAI0-
IIUICS HapacTarolIel ¢ TeYeHHEM BpEMEHU MHCITHUPATOPHOM OBIIIKON M PECTPUKTUBHBIMU HAPYIICHUSIMU BEH-

TI/IJI?IIIHOHHOfI CIIOCOOHOCTH JICTKUX.

*  MHauonaruyeckuii jgerounniii ¢uopos (MJIP) — ocobas dopma XpOHHUECKOU MPOTPECCUPYIOIIEH
(bubpo3upyroIel HHTEPCTHIIMAILHOW MTHEBMOHUHM HEU3BECTHOUN ATHOJIOTHH; BO3HHKACT MPEHUMYIICCTBCHHO Y
JIOJIEH cTapIiero Bo3pacTa, Mopa)xaeT TOJIBKO JIETKHE U CBA3aHa C THCTOJIOTMYECKUM U/UIH PEHTTeHOJIOTHYe-

CKUM NATTEPHOM OOBIYHON MHTEpCTUIMAIbHON mHeBMOHUU (OUII).

*  OOblyHasi MHTepcTUIHAIBLHASA MHeBMOHUs (OUII) — rucTomornueckuii naTTepH, OCHOBHBIMH MPHU-
3HaKaMM KOTOPOTO SBJsieTCS HaMuue GuopodimacTuuecknx (HOKycoB, MHTEPCTUIIMATLHOTO XPOHHUECKOTO BOC-
naneHus, ¢udpo3a MNPEUMYIIECTBEHHO B 30HAaX OPOHXMOJO-aJTbBEOJSIPHBIX IEPEXO0JI0B, B TMOMAIUIEBpPAJIb-

HBIX/ MapaceCriTaJIbHbIX 30HAX C q)OpMI/IpOBaHI/ICM «COT».

* OOblyHasi uHTepcTUIHAJbLHAA nNHeBMOHUsI (OUII) — xOMIBIOTEPHO-TOMOTpAPUUECKUN TATTEPH,
00BETUHSAIONINI PaCIIPOCTPAHEHHBIE ABYXCTOPOHHHUE PETUKYIISIPHBIC U3MEHEHUS, MPU3HAKU «COTOBOTO JIETKO-
T'0» U/WU TPAKIIUOHHBIX OPOHXOAKTA30B C MpeoldiialaHueM U3MEHEHU B KOPTUKAIBHBIX U 0a3aJIbHBIX OTJIeax

JICTKHUX.

*  Hecneunduueckas unrepcruunanbuas niesMonust (HCHUII) — ogna u3 hopm uanonaTuyeckux WH-
TEPCTUIHATIBHBIX MTHEBMOHHM, XapaKTepU3YIOIIasics pa3HOOOpa3HBIMU THUCTOJIOTHYECKMMU M KOMIIBIOTEPHO-
TOMOTpapUUeCKUMH MpU3HaKaMu co cxoxeil ¢ MJID kmmHuYecKoi KapTUHOH, MOJOKUTEIbHBIM 3()()EKTOM OT

TIIFOKOKOPTUKOCTECPON OB U Ooiee 6J'Ial"0HpI/I}ITHBIM IMPOTrHO30M.

* JIuckopaantHass OUII — popma OUIIL, npu KOTOPOil B pa3HbIX ydyacTKax JIETOYHOMN TKaHH, MOTy4eH-
HBIX JJIl TUCTOJIOTUYECKOW Bepu(UKaLUK AUArHO3a, BBISBISIOTCS pa3IMYHbIE MATTEPHbI UAUONATUUECKUX HH-
TepCTUIMAIbHBIX THeBMOHUH, Yatie Bcero — OUII u HCUII. JuckopaantHas OUII BcTpeuaeTcss mpuMepHO y
4yeTBepTH Bcex nauneHToB ¢ NJID u xapakTepusyeTcst IpOrHo3oM, cxoaHbeIM ¢ TakoBeIM npu OUII (T.e. MeHee

6naronpusTHbIM, yeM npu HCUII).



* Konxkopaantnas OUII — nau6onee yactas popma OUIL, nuarHocTUpyeTCsi HA OCHOBAHUU CXOJHBIX
(YHH(OPMHBIX) TUCTOIOTNYECKUX MPOSIBICHUH TPU OMONCUN HECKOJIBKUX PAa3JIMYHBIX Y4aCTKOB JIETOYHOM TKa-

HH.

* CoroBoe Jierkoe — GOpMUPOBAHHUE B JICTOYHOW TKAaHU BO3IYIIHBIX KUCT pazMepoM oT 2-3 10 10 MM,

PacCIiOoJIOKECHHBIX cy6nneBpaan0 U UMCIOIHUX YETKO OYCPUYCHHBIC CTCHKU.

*  TpakuuoHHbIe OPOHX0IKTA3bl — HEPABHOMEPHOE PACIIUPEHHE IPOCBETOB OPOHXOB U OPOHXHOJI, BBI-
3BaHHOE CMOPIIMBAHUEM JIETOYHON TKaHU M PACTSDKEHHEM (TpakIpel) mpocBeTa OPOHXOB JISTOYHON TKaHU B
pesyJnbTare nporpeccupyromero puoposa.

*  Perukynsipubie u3MeHeHus — ckuajorndeckuii penomen npu BPKT, npencrasisier coboii ceTh U3 OT-
HOCHTEIIbHO TOHKHX TEPEKPEIIMBAIONINXCS JIMHUH, KOTOPBIE MOTYT UMETH (DOPMY KOJIell, MHOTOYTOJIbHHKOB
WIIN TIapaJuIeNIbHBIX JTMHUH.

*  MaroBoe cTeki0 — ckuanornueckuii peHomer npu BPKT, koTopelil XapakTepusyeTcss yMEpeHHO BbI-
Pa)KEHHBIM TTOBBIIIEHHEM IIOTHOCTH JIETOYHOH TKaHU, Ha (hOHE KOTOPOTO BUIHBI TPOCBETHI M CTEHKU OPOHXOB,
BHYTPHWJIETOYHBIE COCY/IbI, @ TAK)KE OYard U PETUKYJSPHBIC H3MEHEHHUS, IPH UX HAJTHMYHH.

* Ob6ocTpenne NJI® — HapacTaHKe OJbILIKY B TeueHue nocieanux 30 qHel U nosiBIeHue HOBBIX OuilaTe-
panbHbIX U3MeHeHui mpu BPKT no tumy «maToBOro creksia» 1/uiu KOHCOIUAATOB MPHU UCKIIOUEHUH IPYTUX
aIbTepHATUBHBIX NPUYHMH (MHPEKIUS U Ap.).

+  Kom6unauus jerounoro ¢pudposa u smpuzemsi (KJIO3, CPFE — Combined Pulmonary Fibrosis and
Emphysema) — cunapom, 00beIUHAIONIMI TPU3HAKK ABYX 3a00JICBaHMA: JJer0YHOro Grdpo3a (mpeumyiie-

CTBCHHO B HMKHUX OTACTIAX J'ICI‘KI/IX) u BMCI)I/IBGMLI (HpeI/IMYIJ_IeCTBeHHO B BCPXHUX I[OJ'IHX).



1. OnpenesieHne HAUONMATHYECKOTO JIETOYHOTO (pudpo3a.

NJI® — ocobas ¢popma XpOHUYECKOH Mporpeccupyromiei Gpudpo3upyroneil HHTEepCTUIHAIBHON THEBMOHUU
HEU3BECTHON 3THOJIOIMH, KOTOpas BO3HHUKAET MPEUMYIIECTBEHHO Y JIOACH MOXHWIOrO BO3pPACTa, MOpa)aer
TOJIBKO JICTKHE U CBSI3aHA C TUCTOJIOTUYECKUM U / T PEHTI'€HOJIOTMYECKUM MATTEPHOM OOBIYHOW MHTEPCTHIIU-
anpHoi mueBMonuu (OUIT) [1-3]. [narnoctuka MJI® tpeOyeT MCKIIOUYEHUS APYTUX M3BECTHBIX MPHYUH HH-
TepCTUIMATBHBIX 3a00neBanmii nerkux (M3J1), nanpumep, npodeccnoHaIbHBIX U OBITOBBIX BO3/CHCTBUI, 3200-

neBanuii coeauuuTenbHoi Tkauu (3CT), mekapcTBEHHON TOKCHYHOCTH [1-4].

2. llorenunaabHbie paxkTopsl pucka NIID.

NJI® cnenyeT paccMaTpuBaTh HE KaK IPUYMHY BOSHUKHOBEHMsI 3a00J1€BaHus (KOTOpasi IOKa HEM3BECTHA), a

Kak ¢akropsl ycyryomnstomue redenue NJID.

Brigensror BHELIHECPEIOBBIC U TeHeTHYecKhe GakTopbl prucka (DP), koropsie npu UJID sBistoTcss B3auMo-
cBs3aHHbIMU. HeOnaronpusarHas ponb BHemHUX PP peanusyercss B yclOBUSIX T'€HOMHBIX HapylleHUH, 00y-
CJIOBJIMBAIONINX aHOMAJIbHbIE PEAKIIUU AITbBEOJIIPHOTO SIUTEIHS M Pa3BUTHE W30BITOYHOTO JIETOYHOTO (hrOpPO-

3a Yy OTACJIbHBIX THAUBHUIYYMOB.

Kypenue. Bo3nelictBue TabauyHOro JIbIMa Ha OpPraHbl JAbIXaHUS OTHOCHTCS K OJHOMY M3 Hauboliee 4acThIX
@®P, npu KoTOpbIX T0Ka3zaHa jaocToBepHas cBsizb ¢ UJID. Ilo pesynpraTam Mera-aHaiu3a S MccaeA0BaHUN TO-
kazarenb OR (oTHOIIEHME MAHCOB) Y KypHIIBIIHKOB, cTpanatonmx MJID, cocrasmn 1,58 (95% U 1,27-1,97).

[5]. Bo3pacraet 3Haunmocth qanHoro OP y marnueHToB ¢ aHaMHe30M KypeHust 6onee 20 mauka-jier.

Buewnecpeoosvie uneanayuonnvie 6ozoeticmeusi, He CBA3aHHbIE ¢ KypeHHEM. [IOBBIIIEHHBIN PUCK pPa3BUTHS
NJI® accomuupyercs ¢ IUPOKUM CIIEKTPOM HEOPTraHWYECKUX U OPTraHUYECKUX MbUIEH, C KOTOPHIMH YEIOBEK
KOHTaKTHPYEeT Kak B MPO(PECCHOHAIBHBIX, TaK M HEMPO(pEeCCHOHANBHBIX ycioBHuix [5]. Puck ¢opmupoBanus
NJI® Bo3pacTaeT B yCIOBUSAX MPOMBIIUICHHOTO MPOU3BOICTBA MTPpU KOHTaKTe ¢ MeTammnaeckor (OR=2,44; 95%
I 1,74-3,40), npeBecuoit (OR=1,94; 95% JI1 1,34-2,81) u xamennoi meuibio (OR=1,97; 95% JI1 1,09-3,55).
Tax e B kauecTBe noteHuuagbHoro P paccmarpuBaeTcst oprannyeckast Iblib (pacTUTENbHAS WK KUBOTHAS),
MHTAJSIIIMOHHOE BO3JICHCTBHE KOTOPOH BO3MOXKHO B CEJIBCKOM XO03sHCTBE WM ObITOBBIX ycioBusx (OR=1,65;
95% JIU 1,20-2,26).

Bupycnaa ungexyusa. VI3yuanacb BO3MOXXHasi 3THojiorndeckas posb npu MNJID pa3nuyHbIX BHpPYCOB
(Onmrrelin-bapp, nuromeranoBupycel, Bupychl renarura C, repnec-BUpycsl U jp.). OHAKO MOJIy4YEHHBIE pe-
3yJNbTaThl OKA3aJIUCh MPOTUBOPEUNBBIMU. Kpome TOro, orieHka pojiau BUPYCOB 3aTPYIHSETCS UX BBICOKOW pac-
MPOCTPAHEHHOCTHIO HE TOJBKO cpeau 00ipHBIX MJID, HO M B 4YenmoBedecKoW MOMyMsAlMU B 1eloM. B To xe

BpEMs IIUPOKOE UCIIOIB30BaHNE MMMYHOCYITPECCUBHON TEPANUU Y 3TUX OOJBHBIX MO3BOJISIET pacCMaTPUBATh



BUPYCHYIO UH(EKINIO B Ka4eCTBE BO3MOKHOTO OCIIOKHEHHUA. TakuM 00pa3oM, B HACTOsIIEe BpeMsi HEBO3MOX-

Ha OJIHO3HAYHAs OICHKA POJIM BUPYCHOU HHpeKIwK B kauectBe OP passutus UJID [1].

Tacmpo-330¢hazeanvusiii peprioxe (I'OP). TOP accouuupyercs ¢ MUPOKUM KPyroM 3a00JeBaHUN JIETKHX,
BKJIIOYas JIETOYHBIH GuOpo3, mpu Kkotopom mokazarenb OR cocrasmr 1,36 (95% JIN 1,25-1,48) [6] uro mo3Bo-
nset paccmatpuBath ['OP B kauectBe @P NJID. C yuyeToM MOBBILIEHHOTO COJEPKAaHUS NENCUHA B JKUJIKOCTH
BAJI y GonpHBIX B mepuoj; 00OCTPEHHs, BBICKA3aHO MPEIIONIOXKEHHE O BO3MOkHOW poiu ['OP kak P

oboctpenust D [7].

Caxapuwiii ouabem paccMaTpHUBAETCs B MOCJEIHUE TObI Kak He3aBucuMbli P NJID. B wacTtHOCTH, caxap-
ueiid quadet |l Tuna ormeden y 11,3% Gonpabix MJID, Torna kak B KOHTPOJIBHOM Tpyrmie Toiabko B 2,9% ciy-

gaes: OR 4,3 (95%/11 1,9-9,8) [8]. AHanornynpie JaHHbBIC TOJTYYCHBI /IS HHCYJIMH3aBUCHMOTO JruadeTa.

T'enemuueckue gaxkmopuwl. TloBbIlIeHHAs YacTOTa MOTUMOPPU3MOB T'€HOB, KOAUPYIOIIUX Pl LUTOKUHOB,
npopuOpoTHIECKUX (PaKTOPOB, MATPUKCHBIX METAIIONPOTEHHA3, KOTOpasi Obljla TIOKa3aHa MpH IEePBOHAYAIb-
HOM M3y4€HUU TeHeTrueckoro kommonenta MJID, B nanpHelmem He nmoareBepamiach. COBpeMEHHbIE T€HOM-
HbIE MCCIIEIOBAHUS MTO3BOJIUIIU OLIEHUTh PACIPOCTPAHEHHOCTh TEHETUYECKUX MYTAIUi, Mpeapacioiararoliux K
NJI®. Haubonee vacroii (35%) sieisercs myraust MUCS5B (mynun 5B), pexe (B npenenax 3%) peructpupy-
IOTCSI MyTalny, Kacaromuecs: cypdakranTabix npotenHoB C u A (SPC u SPA), a taxke tenomepas [9]. T'ensbr
TemoMepaz — o0paTHOM TpaHckpunrtasel Teiaomepasbl (TERT) u tenomepasst MPHK s cuHTe3a Tenmomep
(TERC) — uMmeroT oueHb Ba)KHOE 3HAYCHHE, MIOCKOJIBKY OMOIOrHYecKast POJib TEIOMEP COCTOUT B 3aIUTE XPO-
MOCOM OT TOBPEK/ICHUs. Y KOPOUCHHE TeJIoMep, BOSHUKaroIIee Ipu reHoMHbIX HapymieHusx TERT/TERC, co-

MMPOBOKAACTCA allOIITO30M AJIbBCOJIAPHOTO SIUTCIIUS, SABJIAIOMMUMCA OAHUM U3 MATOICHCTUYCCKUX MCXaHHU3MOB

NJ1o.

Bapuant cemeiinoro serounoro gpuoposa (MJID cpenn KpoBHBIX pOACTBEHHUKOB) COCTABISAOIIMN MeHee 5%
OT BCeil monyssiuy OOJBHBIX MOATBEPKAAET 3HAUMMOCTh reHeTu4ecKuX GakTopoB npu NJID Ha KIMHUYECKOM
yposHe. [Ipu cemeitnom NJI® npeanonaraercst ayTocOMHO-IOMUHAHTHOE HaclieJI0BaHUE TeHa JIeroyHoro ¢uo-
po3a. Kpome BbIIIIe NepeYrcIeHHBIX TEHOMHBIX (PAKTOPOB B KAUECTBE OJHOTO M3 MPEIpacIoararolinux Ipyu ce-
meitHom NJI® paccmarpuBaercs reH ELMOD2, nokanu3oBanHBI B XxpoMocoMe 4031 U sKcTpeccHupyeMBblid B
JICTOYHBIX SMHUTENINOLUTAX U ajdbBeossipHbIX Makpodarax [10]. Yposens skcnpeccun MPHK ELMOD?2 3naun-
TEJNBHO CHIDKEH B JIerouHOW TkaHu OonpHBIX MJID, uTo accoumuupyercs ¢ MOBPEKICHUEM SMUTEIHOLUTOB U

¢dubporenezom.

3. YacToTa u pacnpocrpanenHocts NJI1D.

Cuuraercs, 4To B mocieaHue roabl yncio 6ompHbx MIJID yBenmuumnock. Ciaenyer, OHAKO, OTMETUTh, YTO
MmoKasarenu 3a0ojieBaeMoCTU U pacrpocTpaneHHocTH MJID B ucclieqoBaHUsIX Pa3HBIX aBTOPOB CYIIECTBEHHO

OTJIMYAIOTCS. DTH pasiimiyursa MOKHO OOBSACHUTH CICAYIOMIUMU NPUIUHAMU: OTCYTCTBUC YCTKUX U O6H.[€HpI/IHSI-



TBHIX TUaTHOCTUYECKUX KPUTEPHUEB (HE TOJIBKO PEHTI€HOJOTHYECKUX, HO U MOP(OJIOrHUECKUX ), OTIUYUS B TU-
3aifHaxX MccleoBaHus (MCIOIb30BaHUe Y3KOi uian mupokoi aedununmu NJID), Bo3pacTHON cOCTaB MalueH-
ToB u jp. [11] coobmatoT o Tom, 4to 3aboneBaemoctb UJI® cocrasmser 6,8 u 16,3 na 100 000 nacenenus B 3a-
BUCHMOCTH OT MCIIOJIb30BaHMsl Y3KoW miu mupokoi aepununuu NJID coorBercTBenHo. ccnenosanus, mpo-
Beaennbie B New Mexico ¢ 1997 mo 2005 rr. mokaszanu 3a6oneBaemocts 11 u 7 na 100 000 nacenenus cpeau
MYKYUH ¥ KEHIIUH cooTBeTcTBeHHO [12]. [Tokaszarenu pacnpocrpanennoctr UJI® B CILA BapbupytoT ot 14
1o 27,9 cinydaeB u ot 42,7 no 63 ciyuae Ha 100 000 HaceneHus MpU UCTIOJIb30BAaHUH Y3KOH M IIUPOKOH nedu-
Huun UJI®, coorBerctBenHo [13]. OTMedeHO MOBBILICHHE MTOKa3aTeneil 3a001eBaéMOCTH B 3aBUCHMOCTH OT
BO3pacTa: 00JIe3Hb BO3HMKAeT 4Yalle B LIECTOM M CelbMOM JeKkanax >KU3HU. BoibIIMHCTBO 3a00JIeBLIMX KY-

PUIBIIUKH WU SKC-KYPUIIBIITUKH.

CornacHo npeaBapUTEIbHBIM PACUETHBIM JJAHHBIM, IIOJIYYEHHBIM Ha OCHOBE PE3YJIbTATOB OIPOCa B KPYIHBIX
MyJpMOHOJIOTHYeCKHX HeHTpax P®, pacmpoctpanennocts UJI® B PO cocraBnser okono 9-11 cnyuyaeB Ha

100.000 nacenenwus, a 3aboneBaemocts UJID B npyrux crpanax — 4-6 ciyqyaeB Ha 100.000 nacenenus [14].

3aboneBaemocth MJID B eBponetickux crpanax Ha 100 000 nacenenus: Yemckas Pecrryonuka — 0,94, Jlanus
— 2,17, Vcnanus — 3,0, Hopeerus — 4,3, Beaukoopuranus — 7,9. Pacnpoctpanennocts NJID B eBporneickux
ctpa-Hax Ha 100 000 Hacenenust cocraBuia cooTBercTBeHHO: Yemickas Pecmybmuka — ot 6,5 mo 12,1,

@Gunnsuaus — ot 16 o 18, Hopeerus — 23,4 [13].

4. KnuHuveckasi KapTHHA.

3aboJieBaHMe Yalie BCEro BCTpeyaeTcs y MalueHToB B Bo3pacte crapme 50 ier. YacroTta 3a00iieBaHus yBe-
JMYMBACTCSI ¢ BO3pacToM H mpeobianaer mocie 6070 ner [4]. Ormedaercst mpeobnagaHue 3a00NeBaHUS Y
MYKYHH, COOTHOIIICHUE TOJIOB COCTaBIIseT mpuMepHO 1,7 : 1 B monb3y Myx4uH [15]. BonbIIMHCTBO MalMeHToB
Ha MOMEHT 00CJIeZIOBaHUS IMEIOT aHAMHE3 3a00JIeBaHUS JITUTEILHOCTHIO /10 1-3 JIeT, ¥ 0YeHb peKo — MeHee 3-

X Mecsies [16].

OcHOBHOMH >ano60i OOJIBHBIX SBIISETCS OABIIIKA BO BpeMsl (u3nueckux Harpysok. Ilo mepe pa3Butus 3a60-
JIeBaHHUS OTMEYaeTCs HapacTaHWE OBIINIKH, BIUIOTH IO TMOJHOM WHBAIMAM3ALMU OOJILHOTO: U3-3a OJBIILKU
00JIbHOM HE crocoOeH mpou3HecTH (Ppasy, He MOKET XOAUTh, 00CIyKuBath ceds [4,16]. Tak kak 6oJe3Hb MPoO-
rpeccupyeT J0BOJIbHO MEJICHHO, MALMEHTHI YCIIEBAIOT aJallTUPOBATHCS K CBOEH OJIBIIIKE, ITOCTEIIEHHO CHIDKas

CBOIO aKTUBHOCTb U MEpexo/isl K 6oJiee MacCuBHOMY 00pa3y JKU3HH.

Yacteim cumnromoM UJID siBrisieTcst cyxoit kamiensb (okono 75%), unoraa — npoayktuBHsiii (1o 20-30%), a

TaK K€ MPOAYKIHS THOHHOW MOKPOTBI, 0COOEHHO Yy OOJBHBIX ¢ TspKenbiMu hopmamu NJID [4].

Jluxopanka u kpoBoxapkaHbe He xapaktepHbl aisa UJID. JIpyrumu cumnrTomamMu MOTyT OBITH OOIIas cia-

00CTh, U3MEHECHNE HOT'TEBBIX (asianr B Buje «bapabanubix mamouek» (50-90%), cumxenne maccsl Tena [4,16].



XapakTepHbIM ayCKYyJIbTaTUBHBIM Tpu3HAaKoM Tpu NJID sgBnsieTcsi KOHEUHO-MHCIUPATOpHAsi KpEermuTalus,
KO-TOPYIO CPaBHHBAIOT ¢ 3acTexkoi (xpumsl «Velcroy). Kpenuramus npu MJID BeicymIuBacTCsS Ha BBICOTE
BIOXa, T.C. B KOHC‘IHO-I/IHCHI/IpaTOPHLIf/i nepuoa. Ha PaHHUX CTaAuAgX OHAa HCEIrpOMKasd M BBICOKAA IO YaCTOTC

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

[To mepe nporpeccupoBanus 3a00JIeBaHUS MOSBJISAIOTCS MPU3HAKU JBIXATEIbHOM HEAOCTATOYHOCTH U JIETOY-
HOM runepreH3uu: nuddy3Hblil cepo-neneabHblid IHaHo3, ycuwienue |l-ro Tona Hajx neroyHol aprepuei, Taxu-

Kapaus, S3 rajor, HabyxaHue IMEeHHBIX BeH, nepudepuueckue oteku [1].

Cremyer MoI4epKHYTh, YTO ONMKUCAHHAS KIMHUYECKas KapTHHA MOXKET HAOIIOJAThCs U MPHU APYTHX TUPPY3-
HBIX 3200JIEBaHUSAX JIETKUX, U TIOITOMY KIMHHUYECKHX MPU3HAKOB HEAOCTATOYHO JUIsl YCTAHOBIICHUS TUATHO3a
NJI® [1].

Jlaboparopubie TecTbl 00bIYHO HE UMEIOT Oonbinoro 3HaueHus npu WIID. o 50% 60nabHBIX UMEIOT yme-
penHoe noBbiieHrne COD u chIBOPOTOYHOTO YpoBHs 001Iei nakrataeruaporenassl (JII'), mpumepno no 20%

6onpHBIX NJID MEIOT yMEPEHHO MOBBIIICHHBIE TUTPHI PEBMATOUTHOTO (paKTOpa W aHTHHYKJIEapHOTO (hakTopa

[15].

5. luarHocTuka.

JIMarHOCTHYECKHE KPUTEPUU U aITOpUTM JUIsl B3pocibix 6oabHBIX ¢ M3JI u nmomo3penuem Ha WJID npen-
cTaByieHbl Ha puc.l. Heo6XoauMbIM 711 TOCTAHOBKM TOYHOTO JUArHo3a SIBJISETCS TIIATEIbHOE HCKIIIOUEHHUE
aJIbTepHATUBHBIX 3a00JIeBaHUM MPU MHOTOMPOGMIBHOM (MYJIbTHAUCIHUILIMHAPHOM) OOCYX/IEHUU C y4acTHEM
MyJIbMOHOJIOTOB, PEHTI€HOJIOTOB U MOP(OJIOroB, UMEIOIIUX onbIT AuarHoctuku M3JI. Ecnu Takoe obcyxnenue

HCEBO3MOXHO, pPEKOMCHAYCTCS HAIIPABUTH IMAIIUCHTA HAa KOHCYJIBTALIUIO K COOTBETCTBYIOIIIUM 3KCIIEPTaAM [1,3]

| MopospeHue Ha NI1O ]

Y
I BbiaBneHHble npuumnHbl U3J1? } fla

Y hier | HetOMN
| KTBP ,

oun Y | HetOUN
| Xupypruyeckaa 6uoncua nerkux |
oun

Bo3amoxxHaa OUIM / sepoatHas OUI
y Heknaccuduuympyembiin pnbpos

(_man )
Y Y Y Y

Y
. mwe | |[Mno/uenno | He UN® |

KTBP = komnbloTepHaa Tomorpadua BbiCOKoro paspelwenus; U3J1 = uHtepctuymnanbHoe 3abonesanne nerkux;
UNO = nguonartnueckuin nerouHsin pubpos; MAA = MynbTugMcUMNAMHapHaa AUCKYCCUR;
OUN = obbluHan nHTEepcTUUManbHan auckyccua; OUM = obbluHan HTEPCTUUMANbHAA NHEBMOHUA

PucyHok 1. narHoctuyeckuii anroputm UNd
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6. Iuarnocrudyeckue kpurepuu NJId.

Huarno3 NJI® tpebyet HaTU4Ms CICIYIONIUX MPU3HAKOB:

1. uckmouenus Apyrux u3BecTHbIX npuunH M3J1, Hanpumep, npodeccuoHanbHbIX U OBITOBBIX BO3ACHCTBUH,
3CT u nposiBIEHUH J1€KapCTBEHHON TOKCUYHOCTH.

2. namnure narrepua OUII va KTBP y 60nbHBIX, KOTOPBIM HE MTOKa3aHa XUPypruyeckasi OMOTICHs JIETKUX
(Tadn.3).

3. crieruduueckoe coueranue npuzHakoB OUII na KTBP u npu xupypruueckoii 6noncuu jJerkux y 60ib-

HBIX, KOTOPBIM 3Ta MpoLeaypa Obliia IpoBeACHA.

Taxum oOpa3om, TouHocTh AuarHo3a NJID Bo3pacTaer npu KIMHHYECKOM, PEHTI€HOJIOTMYEeCKOM U THCTOJIO-
THYECKOM COBIIAJICHUH U 3aBEPIIACTCS MHOTOIPOQPHIEHBIM (MYJIbIUCIUILTHHAPHBIM) 00CYKICHHEM CIEIHaIIH-
cramu, uMeroImumMu onbIT auarnoctuku U3J1 [18]. D1o ocobeHHO KacaeTcs ciiydaeB, B KOTOPBIX THCTOJIOTHYE-
CKHE M pEHTTeHOJIOTHYeCcKHe MPU3HAKK He coBnajaroT (Hanpumep, KTBP He coorBerctByer OMII, HO rucrosno-
rudecku ooHapykuBaercs umeHHo OUII). Berasienne narrepua OUIT mpu KTBP unu rucronorunyeckom uc-
cnenoBanuu He obmanaer 100% crneruduunocteio mist U [1,3]. Onucanbl ciiydan pa3HbIX THCTOIOTHYSCKUX
MATTEPHOB MPU XUPYPrUUECKOM OMOIICHY, OJYYEHHOW U3 pa3HbIX Y4acTKOB JIEro4HOU TkaHu. Cily4yau codera-
Hus narrepHa OUII u ¢udpoznoit HCUII (auckopnantnas OUII) mpoTekaroT aHAJIOTHYHO CIydasM C HaTrTep-
HoM OMUII Bo Bcex otaenax jerkoro (koukopaantHas OWIT) [19,20]. Dto moaTBepkaaeT HEOOXOIUMOCTD T0-

Jy4eHUs] XUPYprUudecKux OnontaroB npu nopozpeHnu Ha NJID u3 HeckonbKuX J0JeH JIETKOTO.

Y4uuthiBas BbICOKOKAYECTBEHHBIE JA0Ka3aTCJIbCTBA, KaCaromuccsa CHCI_II/I(i)I/ILIHOCTI/I KTBP B BbIIBICHHU TH-

cronorudeckoro narrepua OUIL, xupyprudeckas OUOIICHS JISTKOTO He sIBJsieTcs 00s3aTenproi [1,3].

B HECKONBKUX MCCIIENOBAHMUIX CPABHUBAIHM BUE0-aCCUCTUPOBaHHYIO Topakockonuio (BATC) ¢ oTkpeiToit
Topakotomueii [21,22]. luarHocTHYECKas IICHHOCTh OMONTATOB, MOJYYCHHBIX 00OMMHU METOJIaMH, OJTAHAKOBAS,
onHako BATC compoBoxmaeTcs MEHBIIUM YHCIOM OCIOKHEHWH W MEHBIIEH MIUTENbHOCTHIO MPEOBIBAaHUS
OOJBHBIX B CTAIIMOHAPE, Y€M OTKPBITAs TOPAKOTOMHUSI, IOITOMY BHIOOP METOIUKH OMOTICHH 3aBHCUT OT XUPYP-
THYECKOTO OIbITa B KOHKPETHOM CTaIllMOHAPE M WHIMBUAYAIBHBIX XapaKTEPUCTHK MareHTa. [Ipu TsKembIx
(YHKITMOHATBHBIX HAPYIICHUSAX WU 3HAYATEIBHBIX COMYTCTBYIOIIMX 3a00JICBAaHUSX PHUCK, CBSI3aHHBIA C XH-
pypruyeckoil Ouorcued, MOXKET MEPEeBECHTh MPEUMYIECTBA THCTOJIOTHYECKOrO IMOATBEPXKACHUS JIHAarHO3a
NJI®. He cnexyer npoBOANUTH OMOIICHIO JIETKUX Y MAalMEHTOB crapiie 65 net wim ¢ DLco<45%. Oxonyarensb-
HOE pEIICHHE O MPOBEIACHUH XUPYPTUUECKOW OUMOTICHH JIETKOTO MPUHUMAETCS C YYeTOM KIMHUYECKOW CHUTya-

UM KOHKPETHOTO GosbHOTrO [1,3].

B coBpeMeHHBIX pyKOBOJCTBaX PEKOMEHIYETCS IMPOBEJACHHE XUPYPrUuecKOi OMOTICHM JIETKOTO TOJIBKO IpU

«B0o3MokaOM NJID» [1,3]. Tlo manHBIM COBpeMeHHBIX HccneaoBanuii 30-aHeBHAs CMEPTHOCTH ITPH OHOTICHH
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JICTKUX COCTaBisieT okoyno 3-4% (mmamaszon 1.7%-22%), 49TO CBA3aHO C MOBBIIIEHHBIM PHCKOM Pa3BUTHS
ob6octpenust UJID nocne mpoeaenus ouoncun. TpancopouxuansHas ouoncus (Thb) He sBisieTcst anekBaTHBIM
MmetoaoM mMopdonoruyeckorr Bepupukanuu OUIL, Ho TBb u OponxoansBeosnspusiii gaBax (BAJI) mo3Bosstor
UCKJIIOUUTh Jpyrue 3abosieBanus u3 rpynnsl W3JI, HanpuMep, capkou103, SK30T€HHBIH aJIJIEPrUUYECKUM allb-

BeoJuT, u ap. [4,23].

7.Metoabl Busyaausauuu npu Hid.

Busyanuzanus u3MeHeHH B TpyAHOM NoJ0CcTH y O00ombHBIX MJID ocHOBaHa Ha 0030pHON peHTreHorpapuu u
koMmmbroTepHoi Tomorpaduu (KT). dpyrue MeToasl U METOJUKH MCIONB3YIOTCS Toibko nocne KT mo cnenu-
QTBHBIM TTOKA3aHUSIM, OOBIYHO B CBSI3M C BO3HUKHOBEHUEM OCJIOKHEHHM WIIU JJIsl MPOBEICHUN YTITyOJIeHHOM

mudepeHIMaTIbHON TUArHOCTUKH.
Penmeenocpaghusn

1. TlepBuuHas TMArHOCTHKA U3MEHCHHI B JIETKHX OCYIICCTBISICTCS IpU 0030pHO# peHTreHorpaduu [24].
BrisiBiicHHBIC M13MEHEHUST 00BIYHO HMEIOT HEeCTIeIU(UIHBIN XapakTep, U TpeOyoT yrouHeHus ¢ momoiisio KT.

2. Baxwnoii 3a1aueii pentrenorpaduu sBusieTcs parpannyeHue 1ud y3HbIX U3MEHEHUH B TPYIHOM MOJIO0-
CTH, XapakTepHbIX st MJID, oT JOKaIbHBIX U3MEHEHUH NPH HAIMYUU OJUHOYHBIX OKPYTJIBIX 00pa30BaHUSIX,
JIOJIEBBIX M CETMEHTAPHBIX MOPAXKEHUH, MIIEBPUTOB U MTHEBMOTOPAKCOB, U JIPYTUX MATOJOTHUUECKUX COCTOSTHHMA
[1]

3. Ipumepno y 10% 6oxpubIx NJID n3MeHeHus B JIETOYHOM TKAHU MOTYT HE BBISBIISTHCS MPU PEHTICHO-
rpaduu.

4. B TUNUYHBIX cy4yasx Mpu peHTreHorpaduu BoIABIAIOT Tuddy3HbIE U3MEHEHHS JIETOYHOW TKaHU B BHUJIE
MEJKOCeTYaTon (MEIKOSYEHCTOM) neopmMaluy JeroyHoro pucyHka 3a CueT MHTEPCTUIIMATILHOTO KOMIIOHEHTA
[24]. OObIUHO OHU HOCAT JBYXCTOPOHHHI XapakTep, OoJjiee BBIPAKEHbI B KOPTUKAJIBHBIX OTJAEIAX JICTKHX,
npexe Bcero Haa auadparmoil. TUMUYHBIM SBISIETCSl YMEHBIIEHHE 00beMa JIETKUX, YTO MPOSBIISETCs OoJee
BBICOKHM PACIONIOKEHHEM Kyrojia AuadparMbl U 00Jee TOPU3OHTAIBHBIM PACIONOKEHUEM CEepACYHON TeHH.
KopHau nerkux mMoryt ObITh pacHIUPEHBI 32 CUET HECKOJIbKHX (DAaKTOpOB, B TOM umnciie 00jiee BHICOKOTO, YeM B
HOpME, PacIoNOXKeHHs ArnadparMbl, pacIMpPeHHs] KPYIHBIX JIETOYHBIX apTEepHil MPU Pa3BUTUU apTepUaTbHOU

JIETOYHOU THIICPTCH3UMU, HEOOJILIIOTO YBCINYCHUA 6pOHXOHy.]'IBMOHaJ'IBHBIX J'II/IM(i)aTI/I‘IeCKI/IX Y3JI0B.
Komnsromepnas momozpaghusn

KommprorepHas ToMmorpadus mo3BosisieT 601ee TOYHO, 4eM peHTreHorpadus U JIMHEWHas Tomorpadus, ore-
HUTb COCTOSIHUE JieroyHou TkaHu npu WJID, BBISBUTH XapaKTepHbIE MPU3HAKH 3a00JIE€BaHUS U BBIOPATh MECTO
IUTss OMOTICHH, €CJIH B 3TOM ecTh HeoOxoaumocth [1]. TToatomy KT siBisieTcst 00s13aTeIbHBIM HCCIIEI0OBAaHHEM

JUISl BCEX MAIMeHTOB ¢ npeanonaraeMbiM NJID.

Tlokaszanus Kk kKomnbvrOmMepHoU momozpaguu
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1. /[eranbHas olleHKa XapakTepa U3MEHEHUH B TPYIHOM MOJIOCTH, BBISIBICHHBIX PU PEHTreHorpaduu y
MAIMEHTOB C KJIMHUYECKUMHU npu3zHakamu NJID

2. BelgBiaeHue U3BMEHEHUH B TPYAHOU MOJOCTH Y MAIUEHTOB C KIMHUYSCKUMHU npru3HakamMu MJID (omprm-
Ka, PECTPUKLUS U Jp.) IPH OTCYTCTBUU U3MEHEHUI NPH PEHTICHOTpapuu WIK COMHUTEIHLHON PEHTTEHOIOTH-
yeckoil kaptuHe. HecooTBeTcTBHE PEHTIEHOIOTHYECKON U KIIMHIUYECKON KapTHHBI 3a00JIeBaHUS.

3. Omnpenenenue Mecta OMOTICHUU JIETOYHOM TKaHU Y TAIIUEHTOB ¢ BO3MOXHbIM VJID

4. OueHka TMHAMUKHU Ipolecca Ha (hoHe JiedeHus B cpaBHeHUH ¢ nipeamectyromumu KT uccnenopanus-
MU

5. Juddepenunanpuas nuarnoctuka Audy3HpIX ©3MEHEHUH B JIETKUX, BBISIBICHHBIX ITPU PEHTI€HOTPa-

(buu rpyaHOM MONTOCTH
Memoouxa komnvlomepHas momozpagpuu

J111g onieHKH cocTosiHUS JeTkux y 0onbHbIX ¢ MJI®D npoBoauThes Tak Ha3biBaeMasi Bbicokopazpematomas KT
(BPKT). Dta MmeToauka 3akiitoyaeTcsl B BHIIOJTHEHUH TOHKUX, MeHee 1.5 MM, ToMorpadudeckiux cpe3oB, U HC-
MOJIb30BAaHUSI BHICOKOPA3PEIIAIOIIETO aIrOpuTMa JIJIsi pEKOHCTPYKIIMU U300pakeHuid. B HacTosiee Bpems Bo3-

MOYKHBI IB€ TEXHOJOTUHU CKaHUpoBaHus s npoeaeHus BPKT nerkux: nomarosast u cnupaibHasi.
Ckanupoganue 6 noiodiCeHuu Ha Hcusome

[Ipumensiercs nisl ycTpaHEHUs TaK Ha3bIBAEMOI'0 IPaBUTALIMOHHOTO 3 deKTa, P KOTOPOM HHKE pacrosio-
KCHHBIC YJaCTKH JIETKUX BCJIEACTBUE ACUCTBUSI CUJIBI TSHKECTH MOTYT HE JIOCTATOYHO 3aIOJIHATHCS BO3AYXOM.
OTO NPUBOJIUT K CHIXKEHUIO BO3YIIHOCTH JIETOYHON TKaHU U MOSBICHHIO (DEHOMEHa «MaToOBOro crekiay. Mc-
clieioBaHNe 0053aTeIbHO MPU COMHUTENbHBIX PE3YyNbTaTaX CKAHUPOBAHUS B MOJIOKEHUU Ha CIIMHE, OCOOEHHO Y

MMaUEHTOB ¢ npeanoaaraembiM NJIO.
Buympueennoe konmpacmuposanue

CrangaptHas BPKT npoBoautcs 6e3 BHYTpUBEHHOrO KOHTpacTupoBaHus. [loka3aHust 1 BHYTPUBEHHOTO
BBEJICHUS BOJIOPACTBOPHMBIX KOHTPACTHBIX MpenapaToB MpH obcienoBaHuu nanueHtoB ¢ WJID BkiIrodaror:
MOJI03pEHNE Ha pa3BUTHE TPOMOOAMOOIUM BETBEW JIETOUHOW apTepHM, XPOHUYECKOH TpoMO03IMOOIMUYECKOn
JIETOYHOM THIEpTEH3UH, HOBOOOpa3oBaHUe B 00JaCTU CPEIOCTEHHSI MIIM KOPHS JIETKOTO, a Takxke nTuddepenim-
QIBbHYIO0 JAMArHOCTUKY JIOKAJIbHBIX M3MEHEHUH B JIETKUX TKaHW (HaIpUMep OKpyrioe oOpa3oBaHHE WIIU aTe-
nekra3). MccnenoBanue ¢ BHYTpUBEHHBIM KOHTpacTupoBaHueM mposoautcs B Buae KT anruorpaduu, ¢ otob-

pakeHHeM apTepHaIbHON U BEHO3HOU (ha3bl.
Cemuomuxa UJ1D no oannvim BPKT

JHuarno3 WUJI® sBnsiercs xknuHudeckuM. Pentrenonornyeckas u BPKT kaptuHa oTpaxkaeT mopdoioruye-
CKHE€ M3MEHEHHUS B JIETKHX, KOTOPBIC OMPEIEISIFOTCS Kak OObIUHAs MHTEpCTULIMATbHAs MTHEeBMOHMS. Hanboib-
ee NMarHoCTUYECKOE 3HAYCHUE MMEET COUYETAHME OCHOBHBIX MPHU3HAKOB, co3laronux kinaccuueckyro BPKT

KapTuHy 3ab6oneBanus (Ta6.1.3). [Tockoapky He Bce mpusHaku OUIT MoryT ObITh OJHHAKOBO BBIPAXKEHBI Y KOH-
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KPETHOTO TaI[MeHTa Ha JaHHOM JTare TeYeHUs 3a00JieBaHusl, 3aKimoueHue o pesynbratam BPKT nocut Bepo-

SITHOCTHBIN XapakTep.

OcnoBubivMu nipu3nakamu OUIT npu BPKT sBnsiroTcst auddy3Hble IByXCTOPOHHUE PETHKYJISIPHBIE U3MEHE-
HUS; B COYETAHHUU C MEJIKUMHU CYOIUIeBpajIbHBIMUA BO3AYIIHBIMH KHCTaMH (COTOBOE JIETKOE) W/WIHM TPaKLIHUOH-

HBIMH OpOHXO0JKTa3aMu; MpeolIiaaHue N3MEHEHUI B KOPTHKAIBHBIX U 0a3alIbHBIX OTAenax Jierkux (puc.2) [1].

u;
PucyHok 2. O6blyHasA nHTepcTMumnanbHasa nHeBmoHmns, TunmdHas BPKT kapTuHa. a) akcmanbHbin cpes, 6) dpoHTansHasa pecdopmanms,
B) carutTanbHas pedopmauus, 4) akcmarnbHbI Cpe3 B NOMOXeHWN Ha xuBoTe. KopTukanbHoe pacnpegeneHne nsmeHeHun ¢

HapacTaHnemM unx OT BepXxyLlek K ,uvlacbparme, COTOBOE€ Jierkoe, peTuKynAaApHbie NSMEeHEeHNA, OTCYTCTBME MATOBOIo CTeKna.
VccrnegoBaHue B NMOMOXEHUUN Ha XMBOTE noatTeepXXnaeT OTCYyTCTBME MaToBOro CTekna.

HpI/I OTCYTCTBHHU COTOBOI'O JICTKOI'O U HAJIMYHUU OCTAJIBHBIX MNPU3HAKOB PCHTICHOJOIrMYCCKAasd KapTUHA OUII
CTaHOBUTLHCA JTUIIb "BO3MO)KHOI>'I", YTO MOXKCET HOTpe6OBaTL IIPpOBCACHUA OTKpBITOﬁ 6I/IOHCI/II/I, €CJIM HCT MPOTU-

BOIIOKa3aHUM CO CTOPOHBI IMATUCHTA.

I[OHOJ'IHI/ITCJ'ILHLIMI/I IMPpU3HAKaMH, YKAa3bIBAOIMMU HA BBICOKYIO BECPOATHOCTDb OI/IH, SABJISIFOTCA: YBCIIMUCHUC
o0bema MCINACTHUHAJIBHOT'O JXHUPA, BBICOKOC PACIIOJIOKCHUC KYITOJIa I[I/Ia(bpal"MLI, paClIipCHUC IPaBbIX KaMCp

cepAla U KpYIHbIX BETBEW JIETOYHOU apTEpUH.

HpI/ISHaKaMI/I, HECTUIITMYHBIMU JJIs1 OUII nmn IpOTUBOPCHALIUMUA Takoi naToJIOruu, ABJIAKOTCA. CUMIITOM Ma-
TOBOI'0 CTCKJIA, YHYACTKH KOHCOJIMAAIIUU, OAUHOYHBIC O4Yaru U O4aroBbl€ AUCCCMUHAIINH, npeo6naz[aHHe n3Me-
HEHUI1 B BCPXHHUX C CPCAHUX OTACIAX JICTKUX, HepI/I6pOXOBaCKy.TI$IpHOC pacupCacsICHUC I/I3MCHCHI/II>'I, BO3yII-

HBIE KUCTHI BHE KOPTUKAIBHBIX OT/AENIOB, Oysuie3Has sMmpuzema.

Taoauua 3. BPKT npusHaku o6bIYHON HHTepCTHIIMAILHOI mHeBMoHuu (OUII) [1].

le/l3HaKl/l, npoTuBopevaliue KapTuHe

Kapruna OUII Bo3mosxnas kapTuaa OUIIL ONTI
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[Ipeobnananne cMMITOMa MaTOBOTO CTEKIIA

V4acTKu KOHCOMUAALHUT
IIpeobnananue B 6a3aIbHBIX,

KOPTHKAJBHBIX OT/ENAX JerkHX [Ipeobnamanne B 6a3aIbHBIX, OOUHOYHEIE OYarn

KOPTHKAJIBHBIX OT/ENaX JErKHX
JuddysHble peTUKYISAPHBIE H3MEHEHUS OuaroBble aucceMUHALIN

Juddy3Hbie peTukynspHble
N3MEHEHHUS

[Tpeobnananye U3MEHEHUH B BEPXHUX C
CPEIHUX OTIeNax

CotoBoe serkoe, ¢/0e3 TpaKIHOHHBIX

OpOHXO0PKTa30B
OtcyTcTBHE TIOOBIX IPU3HAKOB,

. ITepubpPOXOBACKYISIPHOE PaCIIpEieIcHHE
NPOTHBOPEYAIINX JAHHOH IaTOJOTHI

OTcyTCTBHE JIOOBIX IPU3HAKOB, -
N3MEHEHHUH

MPOTUBOpEYAILIMX TaHHOM MaTONIOruu
BoznyiiHbie KUCTHI BHE KOPTHKATBHBIX
OT/IEIOB

Comosoe neckoe — rpynna BO3AYyUIHBIX KUCT, 0OBIYHO CXOAHOTO pazMepa ot 2-3 10 10 MM, pacnonioskeHHbIe
CyOIUIeBpaJIbHO M MMEIOIIUE YETKO OTYepueHHbIe CTeHKH [25]. KHUCThI UMEIOT OKPYIIIyI0 ()OPMBI, CTCHKH UX

3aMKHYTBI 1 BUAHBI, UYTO OTJINYACT 3TU ITOJIOCTU OT 6pOHX03KTaSOB (pI/IC.3).

]

PucyHOK 3. O6bl4yHas UHTepCcTuunanbHaa NHEBMOHUA, TUNMNYHAA KapTUHA. CoToBOE Nnerkoe Ha akcuanbHOM cpese (a), npu
pedopmMaLmm BO hpoHTanbHowm (6) n carmTrtanbHOM (B) NIIOCKOCTSAX.

TonmmHa CTEHOK U pa3Mepbl KUCT MOTYT CYIIECTBEHHO Pa3IMyaThCsl, HO OOBIYHO TaKH€ MOJOCTU BBITISISAT
onHOTHITHO. THOT1a pa3Mepsl KUCT MOTYT JOCTUTATh 2-3 CM, YTO 3aTPYAHICT UX pa3rpaHUYeHUE ¢ OyIuie3HON
smpuzemoii. CHUMITOM COTOBOTO JIETKOTO SIBISIETCS OCHOBHBIM W HauOoinee noctoBepHbiM BPKT mpusnakom
ne-royHoro ¢ubposa. PacmonokeHue KHCT BAOIb BHCIEPATbHON ITUICBPHl B HECKOJBKO PSIIOB SBISICTCS

UCKJIIOUU-TEIBHO XapakTepHbIM npusHakoMm OUII, B Tom uucne y nauuentos ¢ NJID.

TpakioHHbIE OPOHXO03KTAa3bl - MPEACTABIAIOT COOON HEpaBHOMEPHOE pacIIUpeHHe IMPOCBETOB OPOHXOB U
OpOHXMOJI, BBI3BAHHOE CMOPIIMBAHHEM U PACTSHKEHHEM (TpakKIlMeil) JIerOYHOW TKaHU B pe3ynbrare ¢pudposa
[25].

Pacmpennbie OpOHXM B MPOJOJBHOM CEUYEHHHM OTOOpa)karoTCs Kak IIOJIOCKM BO3AyXa € TOHKUMU

BOJIHUCTBIMH CTeHKamMHu (puc.4).

B MOMNCPCUHOM CCUCHUHN OHU MOTYT OIIPCACIATHCA B BUAC BO3AYIIHBIX KUCT. 3TO MOXKET COo31aBaTb TPYAHO-
cTi B AuQepeHInaIbHOl TUArHOCTHKE TPAKIIMOHHBIX OPOHXOAKTAa30B C CHMITOMOM «COTOBOTO JIETKOTOY.
Jlst moHuMaHusT MOP(OIOTHYECKOTO CcyOcTpaTa IeIecoo0pa3Ho IMOJIb30BaThCsl MHOTOTUIOCKOCTHBIMH pedop-

MAaIUsIMH.
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Pemuxynapuvie usmenenus — ckuanoruueckuii penomen npu BPKT, npencrasiser ceTh U3 OTHOCUTENBHO
TOHKUX TEPEKPEIINBAIOIINXCS JMHUM, KOTOpbIEe MOTYT UMETh (pOpMy KoJiell, MHOTOYTOJIbHUKOB HJIM Tapaj-

JIeTbHBIX JIUHUH [25].

N3meHeHus BO3HHUKAIOT Ha ()OHE HEM3MEHHOUN WM YIUIOTHEHHOH IO THUITY MAaTOBOTO CTEKJIA JISTOYHON TKaHU

(puc.5).

PucyHok 4. O6bluHas UHTEpCTMLMaNbHas NHEBMOHUS, TUNWYHAs KapTuHa. PucyHok 5. O6bl4Hasi HTepcTULManbHas NHEB-
TpaKkuMoHHblEe BPOHX03KTa3bl B KOPTUKamNbHbLIX OTAENAaX NErkux Ha pedopmanmm MOHWUSI, TUNUYHasA kapTuHa. PeTUKyNapHble name-
B KOCOW MNIIOCKOCTM (@) 1 akcuanbHom cpese (6) HEeHWs B KOpTKanbHbIX OTAEnax, 06ycrnoBneHHbIe

YTOMLLEHNEM BHYTPUOONBKOBbIX NEPEropoaok,
YMEPEHHO BbIpaXeHHOe COTOBOE Nerkoe

AHAaTOMMYECKH PETHKYJSPHAs CETh MPEACTaBICHA U3MEHEHHBIM JIETO4YHbIM HHTepcTheM. [Ipu OUII atn
U3MEHEHHsI 00YCIIOBJIEHBI MPEUMYILIECTBEHHBIM YTOJIIEHUEM BHYTPHIOJBKOBBIX MHTEPCTUILUAIBHBIX CTPYK-
Typ, AMaMETpP OTAENIbHBbIX sueeK He mpeBbimaeT 1 cM. OOGbIYHO Tak O0TOOpa)karoTcs (pparMeHThl MeKallMOHO3-
HBIX MIEPETOPOJIOK. boiiee KpyIHbIe ceTyaTbie CTPYKTYPHI TuamMeTpoM 1-2 ¢M MpeacTaBIeHBl MEXI0JIbKOBBIMA
neperopoakamMu. OHHM Takke MOT'YT ObITh BBISIBJICHBI B 30HAX PETUKYJISPHBIX U3MEHEHUH, HO UX BBIPAXKEHHOCTh

BCCTIa MCHBIIIC MCJIIKUX CCTYATBIX CTPYKTYP.

Mamoeoe cmekno — ckuanornueckuit penomen npu BPKT, koTopblil XxapakrepusyeTcss yMEpeHHO BbIpaXKeH-
HBIM TOBBIIICHUEM IJIOTHOCTH JIETOYHOM TKaHH, Ha ()OHE KOTOPOTO BUIHBI IPOCBETHI OPOHXOB, CTEHKU OpOH-
XOB U BHYTPWJIETOUYHBIE COCYbI, @ TAKXKE O4ard U PETUKYISIPHBIE U3MEHEHUs, €CJIIM OHU IPUCYTCTBYIOT. Mop-
(onornueckoil OCHOBHOW CUMITOMa MaTOBOTO CTEKJIA SBISIOTCS U3MEHEHUsI aHATOMHUUECKUX CTPYKTYp 3a Ipe-
nenamu pasperatomieit cnocoonoctu KT mpu coxpaHeHMH BO3AYIIHOCTH JIETOUHOM TKaHU. K HUM oTHOCSTCS:
YTOJIIIEHNE MEKAIbBEOJIIPHBIX MEPErOpOIOK JIF0OONH MPUPOBI, YACTUYHOE 3allOJHEHHE MPOCBETOB AJIbBEOII
J0OBIM COJIEP)KUMBIM, YMEHbBIIICHHE 00beMa aJlbBEO0JI 332 CYET TMIOBEHTHIISIIUY, TIOBBIIIICHUE NTep(y3uu 1eroy-
HOW TKaHU NpH U30BITOYHOM KOJIMYECTBO KPOBU B Kanmwuisipax. IIpu oTCyTCTBUU COTOBOIO JIETKOTO U TPAKIIM-
OHHBIX OpPOHX03KTa30B, MATOBOE CTEKJIO MOXKET OBbITh OHUM M3 IPU3HAKOB AKTUBHOI'O BOCHAIUTEIBLHOTO MPO-
necca. [Ipy HaJIMYMKM COTOBOTO JIETKOTO U TPAKIUMOHHBIX OPOHXOJKTA30B MAaTOBOE CTEKJIO OOBIYHO SIBISETCA

MPU3HAKOM MHTEPCTUIIHAIIBHOTO (hrdpo3a.
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Knunuuecxoe snauenue BPKT

BrisiBnenne Tpex ocHOBHBIX mpu3zHakoB OUII (kopTukambHOE/0a3anbHOE pachpeeiecHne, PEeTUKYIsSIpHBIC
W3MEHECHHS i COTOBOE JIETKOE/TPAKIIMOHHBIE OPOHXO03KTAa3bl), IPH OTCYTCTBHH WM MaJIOW BHIPAXKCHHOCTH IIPH-
3HAKOB, MPOTUBOPEYAIUX 3TOMY MATOJOTHYECKOMY IPOIIECCY, MO3BOJISICT MPABUIBHO ONPEACTUTHh XapaKTep
n3MeneHuit 6osee yem y 90% manuentoB [26]. B GonbimHcTBE citydaeB Takas tunuuHas BPKT kapruna B co-

YETAHUHN C KIIMHUYCCKOM CUMIITOMATHKOM IO3BOJISCT M30€KaTh BEIIIOJIHCHUE OTKpBITOﬁ OHOIICUU JICTKOTIO.

Tunnunas BPKT xapruna OUII y 6onbubix ¢ MWD wabmomaercs B 30-50% nabmoaenuii [27]. B ocranb-

HBIX cIy4asx HeonpezaeneHuble qanuble BPKT MoryTt ObITh MOBOJOM /1Sl MPOBEACHUS OTKPHITON OHONICHH

W3menenus, xapakrepuslie 1yt OUII, BoisBnstores npu BPKT BHe 3aBucuMOcCTH OT NpUYMHBI Pa3BUTHS Jie-
royHoro ¢uoposa. B cBsizu ¢ 3TuUM, yKas3blBaTh B PEHTTCHOJIOIMYECKOM 3aKJIHOUYEHUU HA WIMONATUYECKUH Xa-

pakTep U3MEHEHHI WM ONpPEeNaTh X Kak npossieHue NJIO, ne nenecoodpasHo.

8. ®yHkuHoHaJbHasi Auarioctuxka NJId .

Jlerounsie q)YHKIII/IOHaJIBHI)IC TCCThI HUCIOJIL3YIOTCA IJId JUArHOCTHKU BCHTUIALIMOHHBIX HapyIIIGHI/Iﬁ npu

NJI®, nporao3upoBaHusl © MOHUTOPUPOBAHUS TEUEHUS 3a00J1€BaHUSI.

Mopdonornueckue u3MeHEHUsl B JIETKUX, xapaktepHbie ans WUJID, npuBoasT k oOmupHBIM matopusu o-
JIOTUYCCKHUM HapymICHUAM, KOTOPBIC 3aTparuBarOT HMHTCPCTHULUATIBHYIO JICTOYHYIO TKAHb, 3H)IOT€J'IPII7[ K a-
MWUIAPOB W allbBEOJSIPHBIA »muTenuil. OuOpo3Hble U3MEHEHUs MEKaJbBEONSPHBIX IMEPErOpoOAOK U MeECT
nepexo/ia PecnupaTopHbBIX OPOHXHMON B allbBEOJIbI O0YCIOBIUBAIOT M3MEHEHHUS JIACTUYECKUX CBOMCTB Jie T-
KOT'O0, CHHMIKAIOT HX PACTAKHMOCTH, JICTKUC CTAHOBATCA PUTHIHBIMH. Kak CJICACTBHUEC OJTOr0 MPOUCXOOIUT
CHIDKEHHE JIETOYHOTO O0beMa, yBeIWYeHHe dHeprosarpar Ha BeHTwanuio. Jns MJID xapakt epHa rerepo-
TeHHOCTh M3MEHEHHMH B JIETKUX: 4yepeqoBaHue 30H (pubOpo3a ¢ HOpPMAIbHOUW JEro4yHOM TKaHbiO. Bo3HuKaer
HEPAaBHOMEPHOCTh BEHTWIALMM. B TOe Bpems peayKlys KanWUIPHOTO pycila TAKXKE OTIMYAETCS HEOOH O-
POHOCTBIO, KOTOpas HE CBsi3aHA C JIETOYHBIMH H3MEHEHHSMH. OJTO I PHUBOJUT K BEHTUISIIUOHHO-
nepQy3MoHHBIM HapymieHusM. [Ipu BBIPAXKEHHOCTH HEPABHOMEPHOCTH paclpeieNeHUs] BEeHTUIISIIHOHHO-
nepy3MOHHBIX OTHOIICHUN CHW)XKAETCSA MapIUaibHOE HAIpPsHKEHHWE KHUCIIOpojaa. Bce BhIIenep edwclieHHBIC
MPUYMHBI 00YCIIOBIMBAIOT HapylieHne AuQQy3noHHON cnocoOHOCTH Nerkux. [loaToMy MUHHMAaNBHBIN 00beM
WCCIIETIOBAaHUM JOJKEH BKIIIOYATh B ce0si o0s3aTenpHOe omnpeaencHue (GpopcupoBaHHON KM3HEHHOW €MKOCTU
aerkux (®XEJ) (mpu BO3MOKHOCTH JIydllle M3MEPHTh 00myt0 eMkocTh Jierkux (OEJI), kotopas sBisercs

cymmoit JXKEJI u ocrarodHoro oObema JIETKUX ) M U3MepeHHe TU(PPY3MOHHOH CHOCOOHOCTH JIET-KHX JUIs

MoHookcua yrieposa (CO) MeTooM 0THOKpaTHOTO BIoXa ¢ 3aaepkkoii apixanus (DLco).

[Tpu npoBeneHNH JETOYHBIX (PYHKIMOHATIBHBIX TeCTOB y 00ibHBIX ¢ NJID 00BIYHO BBISBISAIOT PECTPUKTHUB-

HbIC BEHTHJISIIMOHHBIC HAPYILICHHUS C YMEHBIIICHHEM JITOYHBIX 00beMOB 1 cHikenneMm DLco [28]. Ha pannux
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cragusx NJID moxeT ObITh BBISIBJICHO H30JIMpOBaHHOE CHIDKeHHE DLco mpu HOpMabHBIX JIETOUYHBIX 00beMax.
[Tpu coueranuu NJID u smbpuzembl MOKET HAOMIOAATHCS CMEIIAHHBIA TUTT BEHTUISIIMOHHBIX HapyIIeHUH (co-

XpaHEHHE YPOBHS JIETOYHBIX 00BEMOB, OTYYaEMbIX MPH OOAMIIICTU3MOTPAPHUECKOM HCCIETOBAHNUH, IIPH HE-

npornopiroHaabHoM cHimkennu DLcg) [29,30].

IIpornoctuyeckas 3Haunmocts OIKEJI, usmepennoit npu quarnocruke MJID, nzydena He 10 KOHLA, TOrAa

kak 3HaueHne DLco (¢ xoppekuueil mo reMorioOuHy) Mo3BOJISIET OLEHUTh BbDKUBAEMOCTh OosbHbIX ¢ WJID:

DLco mmxe 40 % ot mgomkHoro 3HaueHus (% M0JDK.) sSBJISETCS TOCTOBEPHBIM (haKTOpOM pucka cmeptH [1].

Taxoke ObLIO JIOKa3aHO, YTO Jecarypaius (T.e. CHUKCHUE HACBIIICHUS IeMOrIo0nHa KHCI0opoaoM Huxke 88 %)
npu 6-MUHYTHOU X0Ab0€, BhIsIBICHHAs MpU nocTaHoBKe NJID, sBiseTcs 1OCTOBEPHBIM MPOTHOCTUYECKUM (haK-
topom 1ipu MJI®D [1]. Tem He MeHee, TPEOYIOTCSI TOTMOIHUTEIbHBIC HCCIICIOBAHUS ISl ONIPEICIICHUS POJIU JIPY-
IUX Mokaszareneil (IpOHJIEHHOIO pacCTOSHUS U YacCTOThI CEPJCYHBIX COKpALICHHI) HArpy304HOr0 TECTUPOBA-

HHA.

@®XKEJI no3somisier 3¢pdexkTuBHO MOoHUTOpHpOBaTh TeueHue MJID: MuHMManbHAsS KIMHUYECKH 3HAYAMAs
pazuuiia (MK3P) s ®XKEJI cocrasisier 3-5% [32]. Paccrosiaue, npoiiieHHOe 3a 6 MUHYT, TaKXkKe 1aeT 00beK-
TUBHYIO M KJIMHUYECKH 3HAUUMYI0 HH(POPMALKIO O (PyHKIMOHAIBHOM cocTOosHUU 60ibHbIX ¢ MJID, MK3P co-
craBisier 22-37 m [33]. M3MeHeHus QyHKIMOHATIBHBIX MMOKa3aTeleil BO BPEMEHHU SIBJISIOTCS BaXKHBIMH TPOTHO-
cruyecknmu (pakropamu cmeptHocTH nipu UJID. Camkenne @IKEJI >10% ot ucxomuoro 3nadenus wim DLCO
>15% B TeueHne 6-12 mecsIeB MO3BOJISET BBISBUTH OOJBHBIX C 00JIee BHICOKOW BEPOSTHOCTHIO CMEPTEIBHOTO
ucxona [1].

Ha pannux stamax 3a0osieBaHUs Ia30BbIi aHATN3 apTepHaIbHON KPOBH, BHIIIOJHEHHBIN B MMOKOE, MMPaKTHYe-
CKM HE U3MEHEH, XOTs NpHu (PU3NYECKON Harpy3ke yxe MPOUCXOAUT JecaTypalus, YTO OTPAKaeTCs CHUKEHUEM
MaplUUaJbHOTO HamNpsKEHUs Kuciaopoja aprepuasibHol kpoBu PaOo u pacmmpenuem AaPOj. Ilo mepe
Iporpec-CUpoBaHus 3a00JIEBaHUS TUIIOKCEMHUs TOSBISAETCS U B IOKOE, W CONPOBOXKIACTCS TUIOKAIHUEH,
OTpaXkarolieid O0COOCHHOCTH JBIXaTEIbHOTO MaTTepHA OOJILHBIX - YacTOrO MOBEPXHOCTHOrO nbIxaHus (rapid
shallow breathing), rumepkamHus mnosiBIsieTcs TONBKO Ha TepMUHANBHBIX Jramax WMJID. OcHOBHBIM
MeXaHU3MOM runo-kcemuu npu NJID sgBisercs BeHTHIAMOHHO-TIEpGY3HOHHBIN AucOalaHC, B TO BpeMs Kak

Bkiaja cHkeHust DLCO B nokoe cocrasister muuib 10% u npu nHTeHCHBHOM pusnueckoil Harpyske 10 30%.

9. Mopdoioruueckue npusHaku NJID.

Mopdonoruueckum cyocrpatom NJID sBnsercs oObruHas nHTepcTUiManpHas nmHeBMoHus (OUII), koTopas
XapaKTePU3yeTCs COBOKYITHOCTBIO MOP(OIOTHYECKHX MPHU3HAKOB: XPOHHYECKOE BOCIAJICHHUE, B TEPUOJ
00OCTpeHUs - HapylIeHHe penapalnuyd U IpOorpeccCUupyronuii Guopo30oM JEero4HOTO MHTEPCTHUIINS PEeCUPaTOp-

HBIX OT/IEJIOB JIETKOTO, YTO MPUBOAUT K HAPYLICHHUIO ra3000MeHa, MPOrpeCCUPYIOLIeH XPOHUYECKON IbIXaTelb-
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HOM HepocTtaroyHocTh. B 12-14% naGmronenuii pa3BuBaeTcst epuepuIecKuil pak JIETKUX ¢ IpeodIaTannemM
aJICHOKAPIIMHOMBI CO CTEIIOLIMMCS POCTOM (CTapblii TEPMHH — OpOHXHOJIOATBBEONISIPHBIN pak). VM3mMeHeHus
TKaHU JIETKUX HOCUT JIBYCTOPOHHUHN, MO3aWYHBIA XapaKTep ¢ YepPeJOBAHNUEM IMTOPAKEHHBIX U YIaCTKOB OOBIYHO-

ro crpoenus [1].

['ucronornueckue NpPU3HAKK OOBIMHON HWHTEPCTUIMAIBHON ITHEBMOHHH DAa3/CsIIOT HA JBE TPYIIBI —
«Oonpime» U «Maibie». K «0ompuumMy» mpu3HakaM OTHOCAT: (pubpobiactuueckue (MHOPUOPOOIaCTUUECKIE)
(bOKYChI ¢ y4aCTKaMH MHTEPCTHIMAIBLHOIO XPOHHYECKOTO BocmaneHue u Guodposa (puc.6), bopmupyromuecs
MPEUMYIIECTBEHHO B 30HaX OPOHXMOJIO-ATBBEOJISIPHBIX TIEPEX0JI0B; 0YaroBOE BOBJICUCHHE TKAHU JIETKOTO Ipe-
MMYIIECTBEHHO B TMOJIUICBPAILHBIX/TIApACcENTAILHBIX 30HAX; MPH MPOTPECCHPOBAHUU — (HOPMUPOBAHHUE «COTH»
(puc.7). K «ManbiM» npu3HaKaM OTHOCST: BHYTPHAIbBEOJAPHOE CKOIUICHHE Makpodaros; GouukyspHast Tu-
NepIUIa3usl; TUMEPIUIA3Us/TUIEPTPOUs TIAAKUX MBI, SHAAPTEPHUT; BHYTPUAIBBEOJIIPHOE CKOILICHHE
HEHUTPO(UIIOB; OPOHXHMONIIPHAS M TUIOCKOKJICTOYHAST METAIUIa3Hsl SMUTENUs, KOCTHAS M )KUPOBas METarlla3us
WHTCPCTHLIMS; DHJIOTCHHAS JIMIHIHAS THEBMOHHS;, MUHUMAJIbHBIC TPOSBJICHUS TUICBpHUTa, (GHOPO3a IUICBPHI;
CyOIUIeBpajIbHbIC OYJUIbI, 03MHO(PHMIbHAS MH(OWIBTPALKS; 0YaroBble BHYTPHAIBBEOJSPHBIC CKOIUICHHS (HUO-

puna. s NJI® HexapakTepHO HAIMYKE HEOPTaHUYECKOM MbUIH; TpaHyieM; KieTtok Jlanrepranca [34].

dubpobaactuyeckue (MuopuOpodracTuueckue) GOKychl HE SBISIOTCS CTPOro CHeUU(UUYHBIM MPU3HAKOM
OUII, omHako WX HaJIW4YHE BAXKHO JUISI YCTAaHOBJICHUS AuarHo3a. «COTOBBIEY» W3MEHEHHs] OOHApPYKHBAIOT B
OOJIBIITMHCTBE OTEPAIIMOHHBIX OWOICHI TKaHU JIETKUX, OHM TPEACTaBISIFOT COOOW BO3IYIIHBIE MPOCTPAHCTBA
pa3zHoi (pOpMBI U pa3MepoB, OOBIYHO BHICTIAHHBIE KYOWYECKUM SIUTENUEM, cpenu o4aroB (Gubdpo3a. YdacTku
¢ubpo3a, He CBA3aHHBIE C «COTAMU», — €Ile OJIMH THUMHUYHbIN ructonaornyeckuit npuznak OUIL. B ouarax ¢uob-
pO3a U B CTEHKAaX «COT» YaCTO MOKHO HaOJI0aTh TUMEPIUIA3UIO IIAJAKUX MBI, Pa3HON CTEIIEHH BBIPAXKEHHO-

CTH, Yall€ BCTPCUACTCA Y Ooiee MOJIOABIX ITAITUCHTOB.

[Tpu OUII BcTpeudaroTcs aieHOMAaTO3HbIE U3MEHEHHMS], TUIOCKOKIETOYHAsI MeTaria3us OpOHXUOJISIPHOTO JI1H-
TEJUS U SMUTENHNS, BBICTHIIAIONIETO aJleHOMATO3HbIE «COTOBBIE» CTPYKTYPBI, PEXKE BCTPEUAIOTCS 04aru occugu-
Kalluu U OOJIUTEPUPYIOIIUNA SHIAPTEPUUT. Y YaCTH MAlMEHTOB OIMHUCHIBAIOT OYAaroBYIO 303WHO(DUIBHYIO ITHEB-

MOHUIO.

Cpemu mopdonornyeckux nposisiienuid OUIT BeIensoT u3MeHeHNs, COOTBETCTBYIOIINE PaHHEH M MO3THEN
CTaJluu, KOTOPbIE BapbUPYIOT B 3aBUCUMOCTH OT cTajauu 3adoneBanus. [1pu knaccuueckoit OUII nucperenepa-
TOpHBIE U (PUOPO3HBIE U3MEHEHUSI OOBIYHO MPEBATUPYIOT HAJl BOCHAIUTENbHOW HH(DUIbTpAIMEN U XapaKTepH-
3YIOTCS OTJIOKEHMEM KoJulareHa. BocmanuTenbHas MHQUIBTpAIMs MpPEACTaBICHAa MEIKUMHU JUMQOLUTAMH,
uHorna B-nmumdonuuramu ¢ mpumechio miazMaTuyeckux kietok. dubpobmactuueckue (MuodudpobdmacTuye-
ckne) POKyChl 3TO MEJIKHE o4aru cocrosmue u3 GudpodsactoB 1 MuoGpUOPOOIACTOB ¢ HEKHO OKPAIICHHBIM

MEKKJIIECTOYHBIM BE€IICCTBOM.
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[TposiBnenuem oboctpenuss OUII sBnsercs nuddysHoe anppeonsipaoe nopexaeHue (AIl), pexe — opra-
Hu3yromasics maeBMonus. JIAIT nabmrogaercs BHe 30H prOpo3a u HOCUT MO3auvHBINA XapakTep. OCI0)KHEHHEM
OMUII siBnsiercss BUpYCHOE M OakTepHalbHOE BOCHAJICHHE B HEMOBPEXKIECHHOW TKaHU JieTkux. IIpu BHpyCHBIX
OCJIO)KHEHUSAX MOp(hOoJoTHUecKne M3MEHEeHUs1 B Jerkux HanomuHaroT JIAIl, mpu OakTepuanbHBIX - KapTHHA

IKCCYIATHBHOM OaKTepUuaibHONH OPOHXOIMTHEBMOHUH BHE 30H Grbpo3a [35].

PVICYHOK 6. O6blvHas UHTEepCcTnumnarnbHaa NHEBMOHUA: PMcyHOK 7. O6blyHas MHTEepCcTnynanbHaa NHEBMOHUA!

¢ubpo3, «B-nMmMoLMTOB MUKPOCOTbI», OPOHXMOMNO3KTa3bI. MrodmnbpobractTudeckun pokyc B MeCTE Nnepexofa pecnmpaTtopHoOn
BPOHXMONbI B anbBeONbI.

10. EcrecTBenHoe TeueHue u nporuo3 NJId.

EcrectBennoe teuenne MJID o0ycinoBiieHO MOCTENIEHHBIM PEMOIETUPOBAHUEM JIETOUYHON TKaHU, B OCHOBE
KOTOPOTO JIKHUT IMporpeccupyromee (GUOpOTHIECKOS MOBPEKIACHUE, HAYMHAIOIICECS C MHKPOCKOMAYSCKUX
cyOruieBpanbHBIX (huOpoOIIacTHIECKIX (OKYCOB, IMOCTETICHHO PACHpPOCTPAHSIONIEECS IO JISTOYHOH TKaHH B
Buje pulpo3a u 3aKaHUYMBAIONIEeCS MAKPOCKOIIUYECKUMU U3MEHEHUSIMH, XapaKTePHBIMU JIJISI COTOBOT'O JIETKO-
ro. Hapacraromuit ¢puOpo3 Jerkux sBISIETCS MaTOOMOIOTUUECKOW OCHOBOW MPOTPECCUPYIONIETO CyOBEKTHBHO-
ro ¥ OOBEKTUBHOTO yXYAIICHUS (YHKIIMOHATBLHOTO CTaTyca O0IBHBIX BIUIOTH JI0 JIETATLHOTO UCX0/1a, 00YCIIOB-
JICHHOTO JIbIXaTeJIbHOW HEOCTATOYHOCTHIO WM ApyruMU ociiokHeHUsIMA NJID. KnnHnyeckuM SKBUBAIIEHTOM
ecrectBeHHOro TeueHust MJID sBrnsercs HapacTaHHe peCIUPATOPHBIX CUMIITOMOB (B MEPBYIO OUEPElb OBILIIKU
Y Kaluis), CHIDKCHHE TTOKa3aTeNen JerouHor GyHKiuu, yBennuenue Gpuopos3usix n3menennit Ha KTBP, passu-
THE OCTPOM JBIXaTEILHON HEJTOCTATOYHOCTH 1 HACTyIUIeHne cMepTu. Hanboree wacToii ee npuauHoit mpu NJID
(60%) sBiseTcst mporpeccupyrolias asixateiabHas HemoctarouHocts [36]. Kpome Toro, mpuumnamu ie-
TaJBHBIX UCX0JI0B Takux 0onbHBIX sBistoTcst UBC, TOJIA u pak nerkoro. [TomumMo mporpeccupyroIiero reue-
HUS XapaKTepHON OCOOEHHOCTBIO ecTecTBeHHOro TeueHus: NJID sBrsercss Bo3pacT OOJBHBIX: B OOJIBIIMHCTBE
cirydaeB MaHu(ecTanus 00JIe3HH oTMedaeTcs y juil ctapire 60 jer, 4To, OYeBHIHO, CBSI3aHO C MEXaHW3MaMHU

CTapeHUSI.
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PerpocniekTuBHBIE HCCeOBaHUs, TTPOBEACHHBIE cpean 00abHbIX NJID, moka3piBalOT, 4TO MeAMaHa BBDKH-
BacMOCTH OT MOMEHTa MOCTAHOBKH JUarHo3a cocrasiser ot 2 mo 3 yet [1]. Bmecte ¢ Tem, y OOJIBHBIX ¢ CO-
XpaHHOW JIETOYHOW (PYHKIIMEH 3TOT TMOKAa3aTelb MOXET ObITh BbIMIE. Tak, OT MOMEHTa MOSBJICHHS TEPBBIX
cumntomoB NJI® (B ToM 4ucie mpu OTCYTCTBUU Y MAIIUCHTOB PECIUPATOPHBIX CUMIITOMOB U C HOPMaJIbHOU
neroyHoil QgyHkiuei, Ho ¢ xapakTtepHbiMi KT m3mMeHeHUsMM) MeauaHa BBDKHBAEMOCTH 3HAYUTEILHO BBIIIE,
cocTaBiisiss okoJsio 6 jer [37]. Pasnuuust npomo/KUTEIBHOCTH JKU3HU B 3aBUCHMOCTH OT BPEMCHH TOSBJICHUS
MEPBBIX CUMIITOMOB MJIA IOCTAHOBKHU JUArH03a CBUJETEIbCTBYIOT C OJJHOM CTOPOHBI O runoauarnoctuke NJID,
a ¢ IPYro — 0 BO3MOXKHOW CYOKIMHUYECKOH cTaguu 3a00seBaHus, KOraa MOpQoJIOTHUIESCKIE H3MEHEHHUS OIle-

PEXAIOT KIIMHUKO-()YHKIIMOHATIbHBIE HAPYIIICHHUS.

Beigenstor Heckoipko BapuanToB TeueHus MJID [38]. Haubonee yacThiM M3 HUX SIBISIETCS MEAJICHHOE, I10-
CTENEHHOE NPOTrpecCUpoBaHNe O0JIC3HU B TEUCHHE HECKOIBKHX JIET. Y HEeOONBIION 4acTH OOJIBHBIX COCTOSHHE
OCTaeTcsi CTA0MIIBHBIM Ha MPOTSDKEHUH TOCTATOYHO JUTMTEIBHOTO BPEMEHH, M, HAKOHEI], HAauMEHee Oaronpu-
aTHbl BapuanT NJI® xapakrepusyeTcst ObICTpbIM IporpeccupoBaHueM 3a0oneBanus. [Ipu kaxxaom U3 3TUX Ba-
PHAHTOB 3a00JIEBaHUS BO3MOXHO DPAa3BUTHE SMHU30J0B OCTPOr0 YXYIIIEHUS KIMHUYECKOIO COCTOSIHUS —
oboctpenunit NJID, koTopbie MOTYT OBITh CMEPTEIHHBIMH HIIM COTPOBOXKIATHCS HEOOPATUMBIM CHU)KEHUEM JIe-
royHoil ¢pynkuuu. OTHOCHTEIbHASA YacTOTa yKa3aHHbIX BapuanToB MJI® nenssectHa. Ha teuenne NJID moryr

BIIUSITh TAKUE COMTYTCTBYIOLIME 3a001eBaHMsI KaK dMPpu3eMa, JierouHas runeprensus, [ OPb.

[Iporuoz NJI® sBnsercs aOCONMIOTHO HEOIATONPHUATHBIM, MOCKOJIBKY 3a00JIEBaHHE XapaKTEpU3YyeTCs Mpo-
rpeCCUpPYyOIUM TCYCHHUEM C (1)aTaJ'II)HI>IM HCXOO0M. Bwmecte ¢ TEM, OKCIICPThI CHUTAIOT BaXHBIM BBIACICHUC
OOJBHBIX C BHICOKHM PHCKOM JIETaTbHOTO UCXOJIa B TEUCHHE OMKANUIIMX 2 JIeT, UTO JUKTYETCsS HEO0OXOIUMO-

CTBbIO CBOCBPEMCHHOI'O O6CY)KI[€HI/I$I BOIIpOCa O TpaHCIUIAHTAlUKW JICTKHX.

Huxe npuBoasiTcs KIMHUKO-(QYHKIIMOHAIbHBIE TApaMETpPhl, pEKOMEHAYEMbIE B KaueCTBE MPEIUKTOPOB BbI-

COKOT'0 pucKa cMepTHocTH [1].

* YcuiieHne OabIIKu

* Camxkenne ®XKEJI > 10 % B teuenne 6-12 mecsies

*DLco < 40% nomkHOro Wiv CHUXKEHHE B AMHaAMUKe > 15%

* [ToBbrmenue P(A-a)O2 > 15 mm pT.cT.

* Tect ¢ 6-MuHyTHOM X0600# (6-MT): necaryparus kuciiopoaa Hrke 88%, CHIKEHHE MTPOIISHHOTO pac-
CTOSIHUSA, YBENIMYCHHE UTUTEIHbHOCTH BoccTaHoBiIeHus YCC

*cpJIJTA > 25 MM pT.CT. B TIOKOE.

11. O6ocTpenune UJID.

Knunnueckoe teuenne NJID 0ObIYHO SBISIETCS XPOHUYECKUM U MEJJICHHO MPOTPECCUPYIONINM, OJTHAKO, Y

HEKOTOPBIX MAIMEHTOB HAOJIFOAaeTCsl OBICTPOE MIporpeccupoBanue 3aboneBanus. HegaBHue HaOMIOACHUS TTOKa-
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3aJIM, 4TO y HeOobIioro yrciaa 60asHbIX MJID (okos0 5-15%) MOryT pa3BHBaTLCS OCTPhIC YXYALICHHS KIHHH-
yeckoro coctosiHus [39]. DT 3mM304b1 MOTYT pa3BUBaThCs Ha (pOHE MHEBMOHWU, TPOMOOIMOOINH JIETOYHOM
aprepun (TDJIA), mHeBMOTOpakca, cepaednor Hepocratounocty [40]. Ecnu npudnHa ocTporo yxy/lieHus He
yYCTaHOBJICHA, MCIIOJIB3YIOT TepMHUH «oboctpenne WJID» [39,41]. B Hacrosimee BpeMs HESCHO, SIBIACTCS
oboctpenune NJID npocThiM MPOsBICHUEM HEIUATHOCTUPOBAHHOTO OCIIOKHEHHS, TAKOTO KaK BUPYCHAast HH(pEK-
uus win TOJIA, win npencrapiser coOoi MporpeccupoBaHrEe MAaTOJOTUUECKOro MPOIIecca, JIEKAIEro B OCHO-
Be cooctBenHo MJID. B HenaBHEM HcCiIeJOBaHUU HKCIPECCHH TeHOB Y 00JbHBIX ¢ o6ocTperHrem MJID undek-

[IHOHHAS STHOJIOTHsSI TOrO COOBITHS HE MOATBEepKAcHA [42].

Uctopuuecku kputepusimu oboctpenuss NJID spnsroTcs OeclipyuvHHOE HapacTaHHE OBIIIKK B TedeHue 1
MeC, JOKYMEHTUpPOBaHHAsi TUNOKceMHUsl (YXYIIICHUE WU TSOKelloe HapylleHHe ra3oo0MeHa), CBeKHe ajibBeo-
JsipHbIE MHQUIBTPATHl Ha PEHTICHOTpaMMe JIETKUX U OTCYTCTBHE APYroro OOBSICHEHHS, TAKOTO KaK JKCTpa-
MapeHXUMaTO3HbIE TPUYMHBI (THEBMOTOPAKC, TUIEBPAIbHBIN BINOT, TDJIA) unu cepaednas HEAOCTATOYHOCTh
U o0beMHast neperpyska (Ta6s.4) [39]. O6ocTpeHne MOXKET BO3HHKATh B JFO00OH MOMEHT 3a00JIeBaHHS M UHO-
ria CTaHOBUTCs nepBbiM TposiBiaeHuem NIJID [43]. O6octpenune NJID conpoBOKIaeTCs YCHICHUEM Kallls, JId-
XOpajKoi, yBenuueHrneM oobeMa MOKpoThl [41,43]. dakropsl prucka oboctperus MJIDP He yCTaHOBICHBI, HO
COO0O0IIaeTCs 0 Pa3BUTUU OCTPO BIXATEIBHOMN JAEKOMIIEHCAIIUH TMOCIe TOPAKAIBHBIX XUPYPrHUeCKUX ONepanuit
[44], BAJI [45], Ha3HaueHUsT HEKOTOPHIX JICKAPCTBEHHBIX MpenapaToB (MPOTHBOOMYXOJEBbIE MpenapaThl, HH-
TephepoHbl, Ouogorndeckue mpenaparsl U ap.) [39], XoTs ocTaeTcst HESICHBIM, MTPOBOIUPYIOT JIH 3TH COOBITHS

uctuHHoe oboctpenue NJID miu SBASIOTCS TPUUUHON COOTBETCTBYIOIIUX OCIOKHEHUH.

ITporuo3 o6octpenust NJID, kak mpaBuiio, HeOJIArONpUATHBIHN, JETATbHOCTh BO BpeMs TOCIMTAIN3ALIUHU J10-

cruraet 65%, u 6oee 90% — B TeueHue 6 MecsIeB OT Havyana pa3BuTUs oboctpenus [39].

I'ucronoruuecku npu oboctpenun NJID pa3BuBaercs ocTpoe WM opraHusyromieecs nu¢¢ysHoe aabBeo-
nspHoe nospexenue (JAAIl) wum, pexe, opraHu3yroascs MTHEBMOHHS B yYaCTKaX OTHOCUTEJIBHO COXPaHHOU
JIETOYHOH TKaHW, B CTOpPOHE OT HamOosiee (puOpo3upoBaHHBIX 30H [39]. B oTnmenpHBIX ciydasx B OmomraTtax
601bHBIX ¢ o0ocTpennem MJI® naxommmu tonbko HeocnoxHeHHyro OUII nnm opranmsyromyrocs daszy JAIL

0e3 rucrosiorndyeckux npusnakos OUIT [46].

Taoauua 4. OnpeneneHre U THATHOCTHYECKHEe KpuTepuu odoctpenus UJID [39].

Onpenenenune

OcTpoe, KIMHUYECKH 3HAUUMOE PECNUPATOPHOE YXYIIICHUE, XapaKTEePU3YIOIIeecss HOBBIMH, PACIIPOCTPAHEHHBIMU albBEOJIIPHBIMU
HapyIHICHUSIMHU

JAuarnocruyeckue KpUTEpUn
*  VYcTraHOBIEHHBIN paHee WKW KOHKYpeHTHbIN quarno3 UJID
*  OcTpoe yXyImeHNe WIA Pa3BUTHE OABIIKHA — THIIMYHO MEHBIIIE OTHOTO MecsIa

*  KT: HOBBIC OnnarepaibHble HHPMIHTPATHI TI0 THITY MATOBOT'O CTEKJIA W/MIIN KOHCOMMIAINN Ha OHE KapTHUHBI OOBIYHOM
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I/IHTepCTI/IHHaHLHOﬁ ITHCBMOHHWHA

° yXyHIHCHI/Iﬂ HC MOT'YyT OBITH IMOJHOCTBIO OOBICHEHBI CCpZ{C‘IHOﬁ HCJOCTAaTOYHOCTHIO HUJIN neperpy3KOI71 00BbeMOM

B Hacrosimiee Bpemst HET T0Ka3aHHBIX, YQPEKTUBHBIX MeTOI0B Tepanuu odoctpennit MJID. Ito ocraBiser
MAUEHTY U KIMHUIMCTY pacCMaTpUBaTh JIMIb MOIICPKUBAIOLIYIO Tepauio (KUCIOPOA0Tepanus, pecriupa-
TOpHas MOJAEePKKa) U BMEIIATEIbCTBA, HE UMEIOIIME JJOKa3aTeNIbHYI0 0a3y. MHOrHe manueHTsl ¢ 000CTpeHHEM
N®JT no-ipeskaemy monrydarotr cuctemuabie ['KC, HO HeT moka3arenpHON 0as3pl Takoro momxomna. [loaromy B
HACTOSIIEe BpeMsl HEBO3MOKHO IIPEOCTaBUTh crieln(pUUecKrue peKOMEHIAlluH O /103aX, IIyTH BBEJCHUS U JJTH-
tenbHOCTH Tepanuu ['KC npu oboctpennn NJID [1]. Takke HE0OXOAUM TINATEIBHBINA MOMCK BCEX BO3MOMXHBIX

npuurH oboctpenus NJI® u ux koppekius [39].

12. Oci0:xHeHus U conmyTcTBYIOMMe 3a0601eBanus npu NID.

Cpenu Hambonee BeposSTHBIX ocioxkHeHui WJID cinemyer OTMETHTH BTOPHYHYIO JIETOYHYIO THIEPTEH3UIO
(JIT'), popMupoBaHue «IErOYHOTO» Cep/ila, racTpodzodareainbHblil peduroke, smpusemy jierkux [1]. TeueHue

NJI® moryT yXyAlaTh U TaKMe BHEIIHUE CTUMYJIbl KaK KypeHUe, BUPYCHAst HH(EKIUS U Jp.

JII' (moBBIIEHWE CpETHEro [aBJICHUS B JIETOYHOW aprepud > 25 MM pT.cT. 1o JaHHBIM Jlommep-
Dxokapauorpaduy WK KaTeTepu3alliy IMpaBbix KaMmep cepjia) Haubonee yactoe ocnoxuenne NIJID (20-84 %
10 JIaHHBIM pPa3HbIX aBTOPOB). OJHAKO ClIEyeT UCKIIOYUTh M APYrue MPUUYMHBI MOBBIIIEHUS JIaBJICHUS B Je-
royHoi aprepun: TOJIA, 3acroiiHas cepiaeuHas HemoctaToyHOCTh. DopmupoBanue JII' BemeT K yCHIIEHUIO

OJIBIIIIKY, CHI)KEHHIO (DU3UUECKHX PE3EPBOB MAIMEHTA, MOBBIIICHUIO BEPOSITHOCTH JIeTAIbHOTO Hexona [1].

Hannune y manuenrta racrpossodareanbHoit pedtokcHoi 6one3nu (I'9PB), compoBokaaercs MUKpoacu-

panuei 1 MOXKET pacCMaTpUBATHCS Kak (akTop, Xy IAlOUINI TeueHue 00Ie3Hu.

Pak jerkoro Bcrpeuaercs y 6oiabHbIX MJID mpubmusutensho B 3-12% [1]. MJI® mMHOrMME aBTOpamu pac-
cMaTpuBaeTcs Kak (pakTop prcKa BOSHHUKHOBEHMSI paka JIETKOTo (MPEeAnOoI0KUTENIbHO CXOAHbIE AUTeHeTHYe-
CKue abeppaluu M MaTOreHEeTHYECKUEe MEXAaHMU3Mbl Pa3BUTHS U MPOTPECCUPOBAHMS, B YACTHOCTH, T.H. abep-
PAHTHOE «3AXXUBJIEHUE PAaHbI» MPH 000UX 3a00JeBaHMAX). B TO ke BpeMs CYIIECTBYIOT M Pa3IN4Us: IPOTHUBO-
OITyXOJIEBBIE Mpenaparhbl, IPUMEHSIEMbIE MPH paKe JIETKOoro, JiyueBas Tepanus U XUPYypruuecKkoe BMeIaTellb-
CTBO MOTYT BECTU K 00ocTpeHuto u yrsxeneHuto tedueHuss NJID. OOumm ans oboux 3abojieBaHUMl SBISETCS

MOJIOKUTENBHBIN 3 ()EKT OT MPUMEHEHHUS T.H. MOJIEKYJISAPHBIX TaPreTHHIX NMpenapaToB (HUHTEAAHUO).

Ocoboro BHUMaHus 3aciyxuBaeT codetanue MJID u smbuzemMbl, TOTYIUBIIETO B aHTIIOS3BIYHON JTUTEpa-
Type Ha3BaHHWE OT/ACIBHOIO CHHJIpPOMAa COdYeTaHusi JierouHoro ¢uobpo3a u smepuzemsr (CPFE — Combined
Pulmonary Fibrosis and Emphysema) [47]. OcHoBanueM ISl BBIICICHUS YIIOMSHYTOTO CHHAPOMA MOCTY KUK
NPUCYIIHUE eMy YETKUE KIMHUYECKUEe, QYHKIMOHATbHBIC, PEHTTCHOIOTHYECKUE U MOP(OIOTHUECKHE XapaKTe-

puctuku. B cuanpome CPFE o0benuHeHb! 1Ba pa3HbIX 3a00JI€BaHUS: IETOYHBIN GUOPO3 (MPEUMYIIECTBEHHO B
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HIDKHUX OT/IeJIax JIETKUX) U aMpu3ema (IpeuMyIIeCTBEHHO B BEPXHUX A0Js1X). OTMedeHo, uto cunapom CPFE
BcTpedaetcs y 8-50% 6omapHbIx MJID (110 maHHBIM pa3HBIX aBTOPOB), MPEUMYIIECTBEHHO Y JIUIl MYXCKOTO ITOJIa
CTapIIUX BO3PACTHBIX rpym (crapiie 65 JeT), KypuIbIIMKOB M SKC-KYPHIIBIIMKOB CO CTaKeM KypeHus Oosee
40 nauko-net [47]. Knunudeckoit ocobenHocTrio cuaapoma CPFE siBisiercst Hamnume BBIPAKEHHOM OBIIIKH
IPU HEPEIKO HOPMAJBHBIX CIUPOrpaduuecKux rokasarensx. [Ipu3Haku sMQu3eMbl, BBISBIsIEMbIE B BEPXHHUX

J0JIX, BKIIFOYAKOT I_[eHTpI/IJ'IO6yn$IpHBIC, ImapacerTalbHbIC U 6y.]'IJ'I€3HBIe HU3MCHCHUA.

OpuuM u3 Hambosee yacThiX ocioxkHeHuid cuHapoma CPFE sBnsercs nerouHas rumepreH3us, KoTopas
OIIpeICIIIETCS MOYTH B MOJIOBHHE citydaeB (47%), 1.e. yamie, yem rpu UJID u nporekaer Tskence. Hamuume JIT
— TUTOXOM MPOTHOCTUYECKHUH MPU3HAK: 5-TH JICTHSSI BBDKUBAEMOCTh Y 00JIbHBIX ¢ cuHpomoM CPFE B codera-
uuu ¢ JII' cocrasnset maumib 25 , 6e3 JIT' — 75% [47]. ®opmuposanwue JII' y 60mnbHbIX ¢ cunapomom CPFE (6o-

jee /5 MM PT.CT.), BbisiBIsieMoe npu Jonmiep-OxoKI', sBisieTcs npeJuKTopoM JIeTaIbHOTO UCXOAA.

VY 6onbHbIX ¢ cunapoMoM CPFE oTMedeH Takke BBICOKHI PHUCK Pa3BHTHS paka Jierkoro (okoso 33%), 4ro
pe3ko yxyumiaer nporno3. He uckimoueno, uto cunapom CPFE sBnsieTcs He3aBUCHMBIM (DaKTOpOM pHUCKa pas-

BHUTHUS paKa JICTKOI'O.

Bnusuue Ha teuenue u ucxon NMJI® takux COMMYTCTBYROIIUX 3a00/IeBaHUH KaK OXXUPCHHC, 06Cpr1(TI/IBHOC

almHO? CHA JI0 KOHIIA He M3y4eHo [1].

13. Buomapkepsr 1JID .

JlaHHBIE O MPOTHOCTUYECKOM 3HAa4eHUHU MapKkepoB bAJI 1 CBIBOPOTKM KpOBH HEMHOT'OYHCIIEHHBI U HOCST pe-
TPOCIEKTUBHBIX XapakTep. C Apyroil CTOPOHBI, 3TH OMOMapKepbl HEJOCTYNHBI JJI MOBCEAHEBHOTO KIMHHUYE-
CKOTO HMCIIOJIb30BaHUs. Bricokomonekysipabiii raukonporend KL-6 (Krebs von den Lunden-6) otHocutcs B
yenoBeueckomy myrnuHy MUCL, koTopbIil mpoayliupyeTcst pereHepupyonmMu aibpeononutamu |l tuna [48].
Konnenrpanus KL-6 B cBIBOpOTKe KpOBH, Kak OBLIO MTOKa3aHO, MOBBIMIaeTcs y 00mbHBIX NJID u koppenupyer
C TMOBBIIICHHEM pHUCKa JieTadbHOCTH [49]. Mapkepom, cxomubiM ¢ KL-6, siBisieTcst OTeYeCTBEHHBINM MapKep aib-
BeosomynuH (3EGS5) [50]. CeiBopoTOUHbIE KOHIIEHTpAIMK CypdakTaHTHBIX mpoTerHOB SP-A u SP-D Tarke
noBbimatTces npu UJID u Moryt mporao3upoBath BebKkHBaeMocTh [51]. Takke mpoeMOHCTpUpOBaHa B3aUMO-
CBs3b MeX 1y chiBOpoTouHbIM CCL18, npyruMu UTOKHHAMU, CHIBOPOTOYHBIM MO3TOBBIM HATPHHYPETHUECKUM
nenTuaoM | jetanbHocThio [52,53]. UccnenoBanne MMIIT B kpoBu u BAJI 1MO3BOJSIOT MPEANOIOKHUTD, Y4TO
MMII1 u MMII7 toxe noBeimarTcs y 60apHbIX MJID, n ypoBerr MMII7 MOXeT KOppeaupoBaTh C TAKECTHIO
3aboneBanus [54]. Konnenrpamnus SP-A MOKeT MPOrHO3UPOBATh JETaIbHOCTH [55]. TIporHocTuyeckoe 3Have-
Hue ruronorndeckoro ananusza BAJI mpu NJI® ue ycranosneno [56]. CoriacHo mpeaBapuTeIbHBIM J0Ka3a-
TEIbCTBAM, HAJIMUKUE HUPKYIUPYIOIUX GUOPOLHUTOB (ME3EHXUMAIBHBIX KIETOK-TPEAIIECTBEHHUKOB) CBSI3aHO C

0oJiee HU3KOM KPAaTKOCPOUHOM BBKMBAEMOCTBIO 00bHBIX NJID [57].
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14. MegukamenTo3Has Tepanus UJI1D.

Monomepanus Kopmuxocmepouoamu

PannoMu3upoBaHHbIe KOHTPOJIIMPYEMBIE HCCIIEOBAHUS MOHOTepanuu riokokoprukocreponamu (I'KC) ne
npoBoawinck [58,59]. B peTpocneKTHBHBIX HEKOHTPOJMPYEMBIX HCCIICAOBAHUSAX HE JOCTUTHYTO YBEIHMUYCHHUS
BBDKMBAEMOCTH P MOHOTEPAIMU KOPTUKOCTEPOUAAMH, OJJHAKO JAOIYCKAIOCh, YTO y HEKOTOPBIX OOJBHBIX Ha
¢done monorepanuu ['KC moxer ynyummrbes nerounas ¢pynkius [60,61]. Jnurenshas tepanus ['KC compo-

BOJK/Ia€TCS pa3BUTHEM 3HAYMTENBbHBIX HEXKENaTeIbHbIX sBieHui [60].
Pexomenoayuu: bonwabie ¢ JID He N0DKHBI TOTyYaTh MOHOTEPAIIUIO KOpTUKOCTepouaaMu (A, 1+).
Komounuposannas mepanua I'KC u ummynomynpeccanmamu

B Hacrosiiee BpeMst HET yOeIUTEIBHBIX JI0KAa3aTeNILCTB 00 yIIydIleHHH BEDKUBaeMocTH 0onbHbIX WJID npu
Tepanuu koMOnaUpoBaHHOU Tepanuu [’ KC 1 nMmmyHOMynpeccanTamMul (HanpuMmep, a3aTHOTPUHOM HITH IIHK-
nopochamuaom). OgHAKO, PUCK pa3BUTUSA MOOOYHBIX 3(PPEKTOB KOMOMHUPOBAHHOHN TEpalyy MEPEBEIIMBAIOT

BEPOSITHOCTh YIYUIIICHHS JIETOUYHON (QYHKIMU Ha (hOoHE KOMOMHHPOBaHHO# Teparuu [58].

Pexomenoayuu.: bonvasie UJI® He nomkHbl ieunTthes komOunarmenn 'KC u ummyHoaenpeccantamu (A,
1+).

Monomepanua N-ayemunyucmeunom

[MonoxuTenbHble pe3yabTatel 0 MoHOTepanuu N-aneruinucrendom (NAC) monydeHsl B paHI0MU3HPOBaH-
HOM KOHTPOJUPYEMOM HcCcCieoBaHuM, IpH oneHke yiedeHus: ['KC, azatnonprHoM U nepopajibHbIM alleTUIILH-
crentnoM [62]. B HegaBHO onyonukoBanHoM uccienoBanun PANTHER-IPF He ObUTO MOJTydeHO JTOCTOBEPHBIX
paszmunii Mexy rpynmamMu NAC u miane6o mo OOJBIIMHCTBY KOHEUHBIX TOKazatenei, Bkimovas DLco u

@OXKEJL [To nanueiM nociennux uccienoBanuii, tepamnus NAC mMoxeT ObITh BBICOKO 3((HEKTHBHON Yy MalleH-

toB NJI®D ¢ onpe/ieieHHBIMYI FeHETHYeCKUMU TIonuMopdusmamu (Harpumep, T T reroruniom TOLLIP) [63].

Pexomenoayuu: Monotepanust N-alleTWILHUCTENHOM HE JIOJDKHA Ha3HAyaThCs Ha PYTMHHOM OCHOBE BCEM

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

Panee ”MMyHOCYIIPECCaHTBI CYMTAIUCH BaKHOW cocTaBHOM yacThio Tepanuu MJID [1]. Cuuranocsk, uro Te-
parmusa nByms npenapatamu (I'KC mumoc asatnonpun wim mukinopochaMua) MoxeT ObITh 3P PekTuBHEE, YeM
monotepanus ['KC [1]. HegaBHO ObUTO BBIMOJIHEHO TTOBTOPHOE UCCIICIOBAHUE CO CPAaBHEHUEM TPOMHOM KOMOU-
HHUPOBAHHOH Tepanui ¢ 1anedo Uit BCeX TpeX KOMIIOHEHTOB [64]. DTo MHOTOLIEHTPOBOE PaHIOMU3HMPOBAHHOE
KIIMHUYECKOE MCCIIe0BaHNE OBLIO MPEKPAIEHO JOCPOYHO IOCIE BBISBICHUS TOTO, YTO B TPYIIE TPOMHOM Te-
pamuu JieTaabHOCTh (prck HebnaronpustHoro ucxona hazard ratio (HR) 9,26; 95%/U 1,16-74,1) u yactora

rocrutaiau3anuii (P<0,001) ObuTH BBIIIIE, YeM B TPYIIIE MIaneoo.
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Pexomenoayuu: He pekoMeH10BaHO UCTIOJIb30BaHNE KOMOMHauu N-aleTUIucTenHa, a3aTuONpruHa 1

MIPEIHU30JI0HA B JieueHUH 00abHBIX NJID (A, 1++).

Tadauna 5. Pexkomengauuu no gpapmakonorunueckoi repanuu UJId

Tepanus He

He naznauartnb Tepanusi BO3M0o:KHA Tepanusi peKoMeH/10BaHa
peKOMEH/10BaHa

Tpoiinas komOuHaLUs I'KC AnTtupedurokcHas Tepanus Hunrenanub

AHTHKOATYJISTHTBI Hurocratnkn [Muppennnon™

AmOpu3eHTaH Komxumma

Huknocnopun A
Hutepdepon-y-1b
bosenTan
ManuteHnran
OrtaHepuent
CunneHadun
NmaTtuan6

NAC

*He 3apeructpvipoBaH B P®

Taxoke B HacTosiiee BpeMs B JieueHUH 0oibHBIX MJID He peKkoMeH10BaHO HCHOJIb30BAHUE TAKUX Ipernapa-
TOB, Kak Bap(hapuH 1 aMOpU3EHTaH — B KIMHUYECKUX HUCCIEIOBAHUSAX MPOJAEMOHCTPUPOBAHO YXYIIEHUE TIPO-
rao3a nanuentoB MJI® npu ux HazHaueHuu (Ta6.1.5). He BIABICHO MONOKHUTENBHBIX 3()()EKTOB TaKuX Mpera-
paToB Kak: UMaTUHUO, cuiifieHadus, 003eHTaH U MallUTEHTaH, MO3TOMY MX HUCIOJIb30BAHUE TaKXKe HE PEKOMEH-

nosano npu NJID (Tad.a.5).

K npenapartam ¢ nokazanHoi 3 GeKTUBHOCTHIO MpH JeueHnH NJID oTHOCATCS TOJBKO /1Ba penapaTta:

nup(eHu10H U HUHTEaHuO.
Huzudoumop mupo3unKuna3 HUHMEOAHUO

Hunrenanu0, panee u3BecTHbI kak Monekyna BIBF 1120, sBisercst BHyTpUKIETOUHBIM UHTHOUTOPOM TH-
PO3MHKHHA3, BO3CHCTBYIOLINX Ha PELENTOpbl HECKOIBKUX (PaKTOPOB POCTa, B TOM uucie akTopa pocTta co-
cyaucroro supotenus (VEGFR-1, VEGFR-2 u VEGFR-3), daktopa pocra pudbpodiaacros (FGFR-1, FGFR-2 u
FGFR-3) u ¢axropa pocra TpombonutoB (PDGRF-0 1 PDGRF-f), koTopble HrpatoT BaXKHYIO POJIb B TIATOTCHE-
3e NJID. brnokana AaHHBIX PEeLIEITOPOB NMPUBOJUT K IMOJABICHUIO HECKOIBKUX MPOPUOPOTHUECKUX CHUTHAIB-
HBIX KacKaJoB, BKJIIOYas Mpoiudepannto, MUrpanuo u mudpdepeHpoBky GpuépodaacToB U CEKperuo KoM-
MOHEHTOB KCTPAIEIUTIOIIPHOTO MaTpuKca. AHTH(GUOPOTHYECKash M MPOTHBOBOCHAIUTEIbHAS aKTUBHOCTh HUH-

TenaHn0a MOATBEPIKICHA B HECKOJIbKUX JTOKIMHUYICCKUX MCCIICTIOBAHUSIX.

Tepanust 6onbHBIX NJID HUHTEZAaHMOOM OLIEHMBAIACH B TPEX PaHJAOMHU3UPOBAHHBIX KOHTPOJIHUPYEMBIX HC-
cnenoBanusx [65,66]. Llensto mepsoro uccienoBanuss TOMORROW (Il daza) Obui0 u3ydenue 3¢hexTuBHO-
CTU ¥ 0€30MacHOCTH, B KOTOpOM 4 pasHsbie 1036l npenapata (50 mr/cyr, 100 mr/cyr, 150 mr/cyT u 150 mr 2 paza

B CYTKH) cpaBHHMBaAJIH ¢ iaie6o [65]. He Obu10 momydeHo pa3audunii B IETATLHOCTH MEX/TY STUMH TPYIIIIAMH.
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[TponenT 6ompHBIX co cHmkeHueM DIKEJI 6onee uem Ha 10% 3a 12 mec HabmromeHus OBUT HIDKE B TPYIIIE C
caMoil BBICOKOW n030i HHUHTemanu6a (p=0,004), npu npyrux ao3ax HE OTAUYAICS MO CPABHEHHIO C ILIAIE0o.

BosibHbIC, TOMyYaBIIne HUHTEAAHUO B JIF000H 03¢, nepeHocwin MeHbine oboctpenuit MJIP (HR 0,16; 95%

71V 0,04-0,70).

UccnenoBanust INPULSIS-1 u INPULSIS-2 npencraBnsimu co0oii fBa 3epKajbHBIX PaHIOMU3UPOBAHHBIX
KoHTponupyeMbix uccienoBanus Il ¢asel ¢ yaactuem B oOmieit crnoxxknoctu 1066 60abHBIX, KOTOPHIE B COOT-

nomenun 3:2 monydanu 150 mr HuHTeHaHnOa 2 pas3a B JAeHb WM Iutaie6o [66]. B uccinenoBanue Takxke BKIIO-
YaJIiCh MAIMEHTHI ¢ mposBieHusMu smbusemsl 1o KTBP u otHomennem O®B1/®IKEIT > 0,7 [66]. Jaurens-

HOCTh HaOJIIOJICHNsI B 000OMX MCCIIEOBAaHMIX cocTaBmia 52 Hen. Ha ¢one nedenus 3a mepuoj UCCIETOBaHUS Y
MEHBIIIETr0 YKcia OONbHBIX mpou3olnio abcomotHoe camkenne OIKEJT 6omnee yem na 10% (RR 1,16; 95% 11
1,06-1,27). Kpome Toro, KoppeKTUpOBaHHas CpeAHEronoBas ckopocts cHikenuss ®IXKEJI B rpynne HuHTEAA-
HuOa ocraswia 114,7 mi, a B rpynmne tranedo 239,9 miu (pasuuna 125,2 mu, 95%/U 77,7-172,8). (RR 1,07,
95%J11 1,03-1,11). [To maHHBIM CYMMapHOTO aHaJIM3a BCEX TPeX HccienaoBanuii [65,66] Obu10 cienaHo 3akio-
YCHHE O TOM, YTO Tepanus HUHTCJAHHOOM MPHUBOJIUT K YUIMHCHHUIO BPEMEHH JI0 TiepBoro oboctperus NIJID
(OP 0.53; 95%/11 0.34-0.83) u yBenuueHHio BpeMeHH 0 cMeptd oT Beex mpuuuH (OP 0.70, 95%/I1 0.46-
1.08) u cmeptu Bo Bpems teparnuu (OP 0.57, 95%/J11 0.34-0.97; p = 0.0274), cOOTBETCTBEHHO.

[ToGounble 3 deKThl BCTpeyanuch 3HAUUTEIBHO Yallle B TPyINe HUHTeAaHu0a (Jalle Bcero - quapes 1 TOoll-
HOTa), KOTOpbIE, OHAKO, OOBIYHO HE MPUBOAMIM K INPEKpalleHHIo MpueMma mnpenaparta. PekomeHmanuu mnpu
BO3HUKHOBEHUH MOOOYHBIX SIBIECHUI NpU MpUeMe HUHTeJaHu0a — yMEHbIIEHHE J103bl U MIpepbhIBaHUE Kypca Te-

panuu 17 yCTpaHeHUsl HeOJIaronpyusITHBIX SIBICHUN:

. BpemenHoe mpekpaiieHue (0CTaHOBKA) TEPAIMH MTPETIapaToM, 3aTeM

. [ToBTOpHOE Hauao ¢ cokpamnienHoi 1030i 100 Mr 2 pasa B A€HB; U P YIOBIETBOPUTEILHON
NePEHOCUMOCTH BepHYThCs K 103¢ 150 mr 2 pasa B AeHb

. Ymenbmenne 10361 10 100 Mr 2 pa3za B ieHb 0€3 peABapUTEIFHOTO IPEPHIBAHHS JICUCHHS,

. CumnTomaTnueckas Tepamnus (JornepaMus B CIydae Auaper, METOKJIONPOMUI UM OHJIAHCETPOH
B CJIy4ae TOIIHOTHI /WA PBOTHI).

. PexoMeHnaanuu no pexumy nuTaHus
Pexomenoayuu: Huarenanub pexoMeH10BaH Juis JieueHus nanueHToB MJID (A, 1+).
Hupgpenuoon

[Mupdenunon sABIsIEeTCS NEPOPATBbHBIM aHTU(GUOPOTUUECKUM IPENapaToM C MHOXKECTBEHHBIMH 3(PQeKrTamu
(perymsiiust mpopuOPOTHYECKUX U MPOBOCHATUTEIbHBIX KAacKaJOB LIUTOKHMHOB, YMEHbIICHHE Mposndepanun
¢bubpobacToB u cuHTe3a KojuiareHa) [67]. B uccnenoBanun ASCEND nupdeHuI0H CyIecTBEHHO YMEHBIITHIT

yrci0 60bHbIX co cHmkeHneM MIKEJT 6oee uem Ha 10% 3a 52-nenenbHbIii mepuos [68].

B nacmosuyee epemsa npenapam ne 3apecucmpuposar ¢ PP.
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15. HemeaukamenTo3Has Tepanusi UJI1D.

Jnumenvnan kucnopooomepanus (/IKT)

Ha ceromus moka oTCcyTCTBYIOT HCCIEI0BaHUA, HETIOCPEACTBEHHO n3yuaBiue ucnonb3oBanue JJKT y Gonb-
HbIX ¢ NJI®. B otHOM HccneoBaHUN PETPOCTIEKTUBHO CPABHUBAIM BEDKHMBAEMOCTH B KOropte 00ybHBIX NJID,
cpenu KoTopbix 27% nonydanu KT [69]. MHorodakTopHbIii aHain3 mokasall, 4To KACJIOPOJ HE MOBJIMSI Ha
BBEDKHBAEMOCTh THX OOJIbHBIX. HeoCTaTKOM TaHHOTO UCCIICOBAHHUS SIBISICTCS €0 PETPOCTICKTUBHBIN JH3aiiH.
OnyOnuKOBaHbI HEKOTOPBIE J0KA3aTENIbCTBA YIYUIICHUS (PU3HMUECKON TOJIEPAHTHOCTU Ha ()OHE KUCIOPOJOTE-
panuu y 60sbHBIX ¢ runokcemucii mokost [70]. KocBeHHbIe q0Ka3aTeabCTBA O MOJIB3€ KMCIOPOIOTEPAIIMH TIPH

NJI® ocHOBaHBI Ha JAHHBIX, MMOJIYYEHHBIX B JIBYX KPYIHBIX PaHIOMH3HPOBAHHBIX UCCIICAOBAHUSIX y OOJBHBIX
XOBJI ¢ runokcemueit (PaOy 55-60 MM pT.cT.), rIe ObLIO OKa3aHO AOCTOBEPHOE YIYUIIEHHE BRIKHBAEMOCTH
Ha done JIKT [71,72].

Pexomenoayuu. bonvubie ¢ NJID u kIMHUYECKH 3HAYMMON runokcemucii B mokoe (SpOy B mokoe < 88%);
PaOy <55 mm pr.ct.) nomkusl nonyuars JIKT (C, 2++).

Tpancnnanmayusn nezkux

[TarunerHsis BEDKHBAEMOCTh 00JbHBIX ¢ MJID mocne TpaHCIUaHTanwu JIeTKUX coctasisieT oT 50 mo 56%
[73,74]. B ogHom u3 uccrnenoBanuii ¢ yuactuem 46 6ompHbIx MJID, HanpaBaeHHBIX HA TPAHCIIAHTAIIUIO JIET-

KHX, IPOACMOHCTPUPOBAHO CHUKCHUEC PUCKA JICTAJILHOTO UCXO0AAa B TCUCHUC 5 et mocie TPAHCIJIAaHTalluH [75]

OTCYyTCTBYIOT TOUHbIE JJaHHBIE O HanOOJee ONTHMAIbHOM BPEMEHU TPAHCIUIAHTALIUU, XOTS B L[EJIOM KpHUTE-
pHuH OCHOBaHbI Ha AU((Y3MOHHON CIIOCOOHOCTH JIETKUX U IporpeccupoBaHuu 3adoneBanus [76]. [Tokazanus k

TpaHcIulaHTanuu jerkux npu NJI® npencrasnens! B Tadaumne 6.

Taxoke ocraeTcst HECHBIM, €CTh JIM pa3HUIA B BBDKUBACGMOCTH IOCIIE TPAHCIJIAHTAIIUM OJJTHOTO U 00OUX JIeT-
kux [77].

Ta6auua 6. [lokazaHus K TPAHCIJIAHTALMM JIETKUX NPY HIHONIATHYECKOM JierouHoM ¢udpose.

T'ucronormueckuit wian KT nartepH 0OBIYHON HHTEPCTHIMAIEHOW THEBMOHHUH U OJWH U3 TIPU3HAKOB:
* DLco Hmxe 40% OT TOMKHBIX

e Camxenne OXXEJI na 10% u 6oiiee B Teuenne 6 Mec HaOIIOAEHUS

» Cumwxkenne SpO, ke 88% Bo Bpems 6-MWT.

* Corogoe nerkoe Ha BPKT (cuer pubposa > 2).

Pexomenoayuu: bonsabim ¢ NJID npu Haau4uu MOKa3aHWHA TOJDKHA BBITTOHITHCS TPAHCTUIAHTALIMS JIETKUX
(C, 2++).

MNBJI npu pa3BUTHH AbIXaTEJIbHON HETOCTATOYHOCTH

Ony6smkoBaHO HECKOJIbBKO HeOombImx uccieaoBanuii UBJI y 6onbabix ¢ MJID u qpixarenbHOM HemocTa-

TOYHOCTBIO, BO BCEX IMOJyUYEHA BBICOKAst BHYTPHOOIbHUYHAS JeTalbHOCTD [78-80]. B aTHX MCcaemoBaHuIX ObI-
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JIY pa3HbIe KPUTEPHUH BKIIOYCHHSI, HEKOTOPHIE UCCIIEAOBAHUS BKIIOYAIN OOJBHBIX C JBIXATEIBLHON HETOCTaTOU-
HOCTBIO HeyTOuHeHHOH sTHoNorHH [79]. B cuctemarnueckom 0630pe UBJI y 6onbabix ¢ UJI® u apixarenbHOM
HE/I0OCTaTOYHOCTHIO BHYTPHOOJIBHUYHAS JIETATLHOCTH cocTaBuia 87% cpenu 135 omyOnmukoBaHHBIX HaOIOIE-
uuit [81]. [yt HEKOTOPBIX OOJBHBIX MOXET OBITh ONpaBJaHa HEMHBA3WBHAS BCHTUIIAIMS JIETKUX C TOJIOXKH-
TEJBHBIM JIaBlieHueM (B penkux ciydasx HBJI moxkeT ucnonp30BaThesi Kak «MOCTHKY IE€pe]] TpaHCIUTaHTaIuei

JIETKHUX ).

Pexomenpanuu. BonbIIMHCTBY OOJIBHBIX C ABIXATEIIBHOW HEIOCTATOYHOCTHIO, oOycioBieHHoi NJID, NBJI

HE JIOJDKHA MPOBOAUTHCS, HO 3TOT METOJ MOXKET OBITh 11€7I€CO00Pa3HbIM y HEKOTOPBIX 00bHBIX (C, 2++).
Jlezounan peabunumanusn

[IporpaMMbl J1€ero4yHoil peaOuauTalMKM BKIIIOYAIOT a3pOOHBIE U CHIIOBBIE TPEHHUPOBKHU, TPEHUPOBKU T'MOKO-
cTH, 00yYaromue JEKIUY, HYTPUTUBHYIO MOICPKKY U MICUXOJIIOTHIECKYIO ToMotls. HemaBHO jerouHas peabu-
autanus Obuia u3ydeHa y 0onbHbIX M3JI. B 1ByX KOHTpONIMpYEMBIX MCCIIEAOBAHUAX JIETOYHON peaduinTaiuu
npu NJID npoaeMoHCTpUPOBAHO YBEIMUEHHE TPONUIEHHOTO PACCTOSHUS, YMEHBIIEHUE CUMIITOMOB U MOBBILIE-
HUe KayecTBa xku3HU [82,83]. B mpyrux HEKOHTPOIUPYEMBIX HCCIICAOBAHUAX MOJYICHBI aHAIOTHYHBIE PE3YJib-
tatbl [84-86]. [TonoxurenbHOE BO3ACHUCTBHE JICTOYHOM PEaOMIMTAIIMK MOKET ObITh 00Jice 3HAYUMBIM y 0O0JTb-

HBIX C 00Jiee BBIPAKEHHBIM yXYAILICHHEeM (pyHKIIMOHATIBHOTO cTatyca [84].

Pexomenoayus. bonpmmacTBY 005bHBIX ¢ MJID noymkHA MpoBOAMTHCS JierovHas peadunurarys (B, 1+).

16. JleueHue OCI0KHEHUIT H COMYTCTBYIOIIMX 3200/1€BaHMIA.

Tepanus nezounoii cunepmen3uu

Hanneie o neuenuu JII' (koTopast oObIYHO ompeaensiercs kak nossimenue cp/lJIA > 25 mm pr.cT. npu Kare-
TepU3alliu MPaBBIX OTAETOB cepaua) y 6onbpHbx MJID Becbma orpanuuensl. B nienom, Hanbonee 060CHOBaH-
HbIM MeTosioM Tepanuu JII' mpu 3a001eBaHUAX JIETKMX OCTAETCS JUIUTENIbHAS KHCIOPOJIOTEpanusl B JOMAITHUX
ycioBUAX. Y OonbHBIX ¢ Tspkenoi JII', moaTBep kIeHHON MpU KaTeTepu3alliy MpaBbIX OTAEIOB cepaua (To ecTh
npu cpIJIA > 35 MM pT.cT.), BO3MOXKHA NPOOHAs Tepanus npenapaTaMmu, CO3AaHHBIMU JUIS JIGUEHUS JIETOYHOU
aprepuanbHoil runeprensuu (JIAD). B psane uccnenosanuii y mauuenton ¢ JII' na ¢pone NJID nmokazansl moso-
xKuTenbHbIe 3()(eKThl cuineHaguIa — yiaydlleHHe JIETOYHOW IeMOAMHAMHUKU 0e3 YXYALIeHHS OKCUTEHAIUU
[87] u ynyumenue qucraniyu npu 6-muayTHOM Tecte [88,89]. Takke ecTh AaHHBIC O TOJIOKHUTEIBHBIX AP PeK-
TaxX BHYTPUBEHHOTO 3IONPOCTEHONa Y 8 OoibHBIX (yiyuuieHue Jeroynoil remoauHamuku) [90] u Go3eHTaHa
(yBenmmueHue AucTaHIMK npu npoBeaeHun 6-MT u moBbleHne kavectsa xu3Hu) [91]. HeoOxoaumsl crieru-

aJIbHbIC KJIMHUYECKHE UCCIIEA0BaHMs MpenapatoB uist JeueHus JII' y qanHoi kateropun 60JIbHBIX.

Tepanusa zacmpo3dzoazeanvnoi peghirokcnoil 6one3nu
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CerosiHs UMEIOTCSI CBUIETENIHCTBA TOrO, YTO MEIUKAMEHTO3Has WM Xupypruueckas tepanus ['OPb mo3so-
asiet crabmmsupoBars GyHkuuio nerkux [92,93]. B kpymHOM KOTOPTHOM HCCIIEIOBAaHUU MPOJAEMOHCTPHPOBA-
HO, YTO HCIIOJIb30BaHHE mpenapaToB s Tepanuud [DPBb (MHruOMTOpOB mNpOTOHHOW mOMOBl M H2-
6mokaTopoB) y nanueHToB MJI® acconuupoBano ¢ MEHbIIEH BBIPaXXEHHOCTHIO JIETOYHOro Gpubdpo3a no JaHHBIM
BPKT u ny4mim nporao3om 6oibHbIX [94]. Kpome TOro, B 3TOM ke UCCiIe0BaHUU OBUIO BBISIBICHO, 4TO (yH-
JOTUTMKALKS JKemyika o HucceHy, KoTopasi yMEHbIIAET HE TOJNBKO KUCIOTHBIA pe(IIIOKC, HO M HEKUCIOTHBIN
pedUIIOKC U MUKPOACITHPALIMIO, TAKXKE YJIydliacT BbDKUBaeMoCTh narientoB WJI® [95]. Onnako, peryssipHbiii
[IpUEeM HUHTUOMTOPOB MPOTOHHOW MOMIIBI aCCOLIMMPOBAH C MOBBIINICHHBIM PUCKOM IE€PEIOMOB IIEWKH Oenpa u
BHEOONBHNYHON THeBMOHMHK [96,97]. Moaudukanus obpasa ku3HH (IIPUEM MaJIbIX MOPLMHA UM, TOIBEM I0-
JIOBHOTO KOHIIA KPOBATH U JIp.) SIBJISIOTCS ONPaBIaHHBIMU pEeKOMEHIANUsAMU s manuentoB UJID ¢ cummro-

mamu ['DOP.

17. MouuTopupoBaHHe KIMHUYECKOI0 Te4eHus 3a00/1eBaHMA.

Habnronenue 3a 6ompabiME NJID HEOOXOIMMO [UIsi aKTUBHOTO BBISIBJICHUS CITY4aeB IMPOTPECCHPYIOMIETO Te-

yeHus 3a001€BaHus, JUIsl OLIEHKU JMHAMUKYA CUMIITOMOB U BBISIBIICHUS OCJIOKHEHUM TEepaIuu.
Monumopupoganue npozpeccuposanus 3a601e6aHus

IIporpeccupoBanne MJIP MoXKeT NpOSABIATHCS HapaCTAHUEM PECHUPATOPHON CHMIITOMATHKH, CHH)KEHHEM
neroyHou (yHKUMHU, ycuiieHueM (pubpo3Hbix n3meHeHuit Ha KTBP unu snu3onamu ocTporo pecnuparopHOro

YXYIUIEHUS.

[Ipu oTcyrcTBUM Apyrux mpuuuH nporpeccupoBanue MJID onpenensercs Mo MOSBICHHUIO JTO00OTO U3 Clie-
TYIOIINX KPUTEPUEB:

* IPOrPECCUPOBAHUE OJIBIIIKH (TPU OOBEKTUBHOM OLIEHKE);

* iporpeccupytoiee HeykionHoe cHkenne OXKEJI (B aOCOMOTHBIX 3HAYSHHSIX ) TIO CPABHEHHIO C UCXO/I-
HBIM YPOBHEM;

* Iporpeccupyrolee HeykIoHHOe CHIbKeHne DLco (B aOCOMIOTHBIX 3HAYEHUSIX, C KOPPEKIIUEH 0 TeMOTIIO-
OWHY) 110 CPaBHEHUIO C UCXOJAHBIM YPOBHEM;

* iporpeccupoBanue ¢pudpo3a wim Hapactanue oreka no KTBP mo cpaBHEHUIO ¢ UICXOAHBIM YPOBHEM;

* 000CTpeHus;

* CMEPTh OT JIIXaTEIbHON HEJOCTATOYHOCTH.
B Heckonbkux KOTOPTHBIX KIIMHUYCCKUX HCCICIOBAHUAX MOATBCPKIACHO, YTO CHUIKCHUC a6COJIIOTHBIX 3Ha-
yenuit O®XXEJI na 10% (¢ omHoBpeMeHHbIM cHUX)eHUEM DLco mim 6e3) mmbo CHImKeHHe a0COFOTHBIX 3Have-

Huit DLco Ha 15% (¢ onnoBpemennbiM cHmxkeHneM OIKEJI nnm 6e3) sBisieTcs cypporaTHpIM MapKepoM Je-

TaJILHOCTH U, IPU OTCYTCTBUH JPYrHX OOBSICHEHHIA, MapKepoM nporpeccupoBanus 3adonesanus [98,99]. I1po-
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rpeccupoBaHue OOJIC3HU TaKKE MOXET oTpakaTh MeHblnee (Ha 5-10%), Ho HeykimonHoe cHmkenue DIKEJI
[100]. B rpynmax rutane00 B HECKOJILKUX KPYIHBIX PaHJAOMH3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCICIOBAHHSIX
IMOKa3aHoO, 4YTO B LICJIOM B IOIIYJIAIINN o6ompHBIX NI ¢ HUCXOAHBIM JICTKUM HJIM YMCPCHHBIM HAPYHICHUCM JIC-

rounoit pynkiuu cpenneronooe camkenne OIKEJT cocrarnser okono 200 mu [101,102].
Pexomenpayercs uzmepars ®XKEJI u DLco ans monutopupoBanus teuenust MJID B moBcenHeBHOMN Bpaueod-

HOM IIPaKTUKE C UHTEPBAJIOM B 3—6 Mec.

Monumopupoeanue cumnmomos

Baxxno BbisiBUTH 601bHBIX NJI® ¢ HapacTaHueM KIMHHUYECKUX CHMIITOMOB, B MEPBYIO OUY€pE/b, OABILIKH.
[Ipu HapacTaHMM PECHUPATOPHON CUMITOMATHKHU CIIEyeT OLIEHUTH MPOrpPEecCHpOBaHUE 3a00JIeBaHUS, U3ME-
PUTH OKCUTE€HALIUIO B IOKOE U MPHU HArpy3Ke U UCKITIOYUTH PA3BUTHE OCIOKHEHHH, HapuMep Tpombo3a riry0o-

KUX BEH HIDKHUX KoHeuHocTer u TOJIA.
Monumopupoeanue okcuzeHayuu

OxcureHanusi ¢ MMOMOIIBIO MYJILCOKCHMETPA JIOJDKHA OIICHUBATHCS B IMOKOE M MPH (PU3NICCKONU HArpys3ke y
BCeX OOJIBHBIX BHE 3aBHCUMOCTH OT CHUMIITOMOB, /ISl BBISBJICHHS TOTPEOHOCTH B KHCJIOPOJOTEPAIINH, KaK UC-
XOJTHO, TaK M B TIporiecce HabmoaeHus. B nenom, aecarypanus mmwke 88% Bo BpeMst 6-MT uinu SKBHBaJIEHTHO-
r'0 Harpy304HOT'0 TECTHPOBAHHUS SIBJSETCS MOKa3aHUeM K, kuciopoaorepanuu [103]. Takue usMepeHust cieayer

BBITIOJTHSATE UCXOJIHO M Yepe3 Kaxbie 3—6 Mec HaOIr0ACHHUS.
Monumopuposanue 0c10)4CHEeHUT U CONYMCMEYIOMUX COCIOSHUIL

VY GonpHbix MJI® Moryt pa3BuBaThcs Takue cOMyTcTBYRomue coctosHus, kak JII, TOJIA, pak sierkoro,
NBC, xoTopble BAUSIOT HAa BBIKUBAEMOCTh. OJIHAKO POJIb PYTHHHOI'O CKPUHUHTA JIJISl AMATHOCTUKU 3TUX COCTO-
SHUW U1 3a0oneBanuil y 6onbHbIX UJID (Hanmpumep, exeronnas KTBP nns panneil AuarHocTUKH paka JIETKOTO)

HC U3Yy4YCHA.

[Tpu pa3BuTHH OBICTPOTO YXYAUIEHHUS PECIMPATOPHBIX CUMITOMOB CJEIyeT JyMaTh O Pa3BUTHH 00OCTPEHUS
NJI® npu UCKIIOUEHUU JPYTUX MPUYMH Takoro yxyameHus, Hanpumep TOJIA, mHeBMOTOpakca, pecrupaTop-

HBIX UH(GEKINUN WM acTIUPaltU.
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Kpurepun (MHAUKATOPBI) OLEHKH Ka4eCTBAa MeIMIMHCKON MOMOIIM, OKa3aHHOi nanuenty UJID.

I'pynna 3a60s1eBaHMil UM COCTOSIHUM

Koa/xonsr mo MKB-10: J 84.1

1. Coo6bITHiiHbIE (CMBICJIOBBIE, CO/IEPKATEIbHBIE, TPOLIECCHBIE) KPUTEPHH KAaYecTBa

- OnpenerieHa M TaKTHKa BeJCHUS OONBHOTO, caeTaHbl Ha3HaueHus aa [ | wiu Het [ - TIpoBenaeHo
mu obcnenoanue @B/ 6onbHOTO Aa [ mu Het [ - [IpoBeneno nmu oocnenoanue BPKT GonmbHOrO

na [ wm Het [ - [IpoBeaeHo yiu o0cieqoBanre OOJIBHOTO B TUHAMUKE J1a [ niu HeT [

- JlaHbI JTM pEKOMEHIALIMIO TI0 HA3HAYEHHIO JJTUTENBHOM KUCIOPOIOTEPAIIMY TALIMENTY ¢ runokcemueii (PaOy < 55 Mm
pr.ct. win SpO7 < 88%) na [ nim Het [

2. BpemeHHble KpUTEPUHU KayecTBa
- [TomHOE 0OcnenoBanue He mo3xe 10 cyTok oT oOpaleHns naenTa na [ unu Het [

- [IpoBenena nu myabCOKCUMETpPHUS HE MO3Ke 1 CYyTOK OT MOCTyIJIeHHs TaunMeHTa  ja [J uiy Het [

- KOHTpOJ'IB COCTOSIHHS 0OJILHOTO HE PEKE, 4EM KAXKbIC 6 MECALICB Jna [ v Het [

3. Pe3yabTaTHBHbIE KPUTEPHH KayecTBa
- IMarHOCTHYECKHE UCCIIEI0BAHMS BHIIIOJIHEHBI B IIOJTHOM 00BEMeE na [ wnn wet [

- TaHbI TU PEKOMEHIAINH TI0 POBEIEHUIO BaKIWHAIIMH OT TPHUIITNA WU OT ITHEBMOKOKKOBOW MH(EKIINN
na [l oy "Het [

- HaHbl JIX pEKOMCHJAAIINH 110 OTKA3y OT KYpPCHHUA na [l vmm Her [

Ilopsinox 00HOBJIEHNS KIMHAYECKHX PeKOMeHIAMii

OOHOBJICHHE KIIMHUYECKUX PEKOMEHIalni IpoBoauTcs He peske 1 paza B 12 mecsiieB. OOHOBIEHHBIN BapHaHT KJIH-
HAYECKUX PEKOMEHIANMKA YTBEP)KIaeTCsd Ha 3aceJaHWM HCIIOIHHUTENBHOTO Komurtera Poccuiickoro PecmmpatopHOro
00-111€CTBA.
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