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MeToabl NOoAroToBKW, Ka4eCTBO AOKa3aTesibCTB U cuna peKOMeH.D,aLIMﬁ

MeToAabl, ncnonb3oBaHHbIe ANA coopa/cenekunn goKasaTenbCTB:
NOWUCK B 3NEKTPOHHbLIX Ba3ax AaHHbIX.
OnucaHue MeTO40B, UCNONb30BaHHbIX ANA coopa/cenekunn goKasaTenbCTB:

JokasartenbHon 6ason Ans pekoMmeHpgauun senalTca nybnukauumu, Bowedwune B KokpaHoBckyto 6vnbnvoTeky, 6asbl
AaHHbix EMBASE n MEDLINE. 'nybuHa novcka coctaensana 5 ner.

MeTO,qbl, Uucnosfib3oBaHHbIE AO5NA OLUeHKN Ka4yeCcTBa U CUJbl AOKa3aTelibCTB:
» KoHceHcyc akcnepTos;
» OLeHKa 3HaYMMOCTUN B COOTBETCTBUM C PENTUHIOBOI CXEMOW (CXeMa npunaraeTcs).

Ta6nuua 1. PeMTUHroBas cxema Ansi OLEHKU CUNbl peKoMeHAaL .

YpoBHM OnucaHue
AoKasaTenbcTB

Lot MeTa-aHanusbl BbICOKOTO Ka4ecTBa, cuctemaTmyeckme 0630pbl PaHAOMU3MPOBAHHbBIX KOHTPONUPYEMbIX
uccnegosaHuii (PKN) unn PKU ¢ o4eHb HU3KMM PUCKOM CUCTEMATUYECKMX OLLINMBOK

1+ KauyecTBeHHO npoBeaeHHble MeTa-aHanusbl, cuctematudeckme, unu PKU ¢ HU3kum puckom
cMcTemMaTUYeckmx ownbok

1- MeTa-aHanusbl, cuctemaTuyeckme, unm PKW ¢ BbICOKMM pMCKOM cuCTeMaTUYeckunx owmbok
BblcokokayecTBeHHble cucTemaTnyeckre 0630pbl MCCNeAoBaHUIA Crlyqan-KOHTPOMNb UM KOFOPTHbIX

2t uccrnegoBaHuin. BeicokokayecTBeHHbIE 0630pbl MCCreaoBaHWI CryYan-KOHTPOMb UM KOFOPTHbIX
nccrneaoBaHUi ¢ 04eHb HU3KMM PUCKOM 3D EKTOB CMELLUMBaHNSA U CMCTEMaTUYECKUX OLLMOOK 1 cpeaHen
BEPOSATHOCTBIO MPUYNHHOW B3aUMOCBSA3MN
XopoLlo NpoBeAeHHbIE UCCIEA0BAHUSA CMyYan-KOHTPOIb MMM KOTOPTHbIE MCCMeoBaHus CO CPEAHUM

2+ pUCKOM 3(hHEKTOB CMELLMBAHNS UNN CUCTEMATUYECKMX OLLNMOOK 1 CpeaHen BEPOATHOCTBIO MPUYMHHOWN
B3aMMOCBA3M

5 MccnegoBaHmsa cnyvan-koHTPOSb MU KOFOPTHBIE NCCNEAOBaHNS C BbICOKUM PUCKOM 3h(DEKTOB
CMeLUMBaHNA NN cMcTeMaTUYeckmnx oMBoK 1 CpefHen BEPOATHOCTLIO MPUYMHHONM B3aMMOCBSI3N

3 HeaHanutnueckue nccnefoBaHvs (HanpuMep: oNUCaHNUs cryyaes, CEpUI Cry4YaeB)

4 MHeHwue akcnepToB

MeToAbl, UcnoNb30oBaHHbIe A4NA aHanu3a AoKa3aTenbCTB:

» O630pbl ONYONMKOBAHHbBIX METa-aHamnmM3o0B;

« Cucrematmyeckne 0630pbl ¢ Tabnmuamm gokasaTernbCTB.

OnucaHue MeTOAOB, UCNOMb30BaHHbIX AN aHanu3a AokKa3aTeNnbCTB:

Mpu oTGope NyGnuKaumii Kak NoTeHUManbHbIX MCTOMHMKOB 4OKa3aTeNbCTB UCMNOSb30BaHHAA B KaXAoOM UCCrefoBaHMm

MeToaosiorma n3ydaeTca ana Toro, YTOObI y6e.ElMTbCF| B ee BanngHoCTW. PesyanaT N3y4eHnsa BlndeT Ha ypoBeHb OOKa-
3aTesibCTB, I'IpVICBaVIBaeMbIVI ny6n|/1|<au,|/||/|, 4YTO, B CBOKO o4epelb, BIIUAET Ha CUIY BblTEKAKOLWNX N3 HEE peKomer,au,MVl.

MeTogonormyeckoe MsyyeHne 6asmpyeTcs Ha HECKOSIbKUX KIHOYEBbLIX BOMPOCAX, KOTOpPble CHOKYCMPOBaHbLI Ha TEX 0CO-
GeHHOCTAX Au3aiiHa 1ccrneaoBaHWsl, KOTOpble OKa3biBaloT CYLLECTBEHHOE BNUAHME Ha BanuAHOCTb pe3ynbTaToB U BbiBO-



00B. DTN KNtoYeBbIE BOMPOCHI MOTYT BapbUpOBaThb B 3aBUCUMOCTM OT TUMOB MCCNEAOBaAHWI, N NPUMEHSIEMbIX BOMPOCHU-
KOB, UCMOMb3yeMbIX AN cTaHgapTusaumm npouecca oueHkn nybnukauun. bein ucnons3osaH BonpocHuk MERGE, paspa-
OOTaHHbIA W NpeAHasHadYeHHbIN Ons geTanbHOW OLEHKM M ajanTauun B COOTBETCTBMM C TpeboBaHMsiMu Poccuinckoro
PecnupatopHoro O6uwectsa (PPO) ans cobniogeHns ontumarnbHOro 6anaHca mexay MeTofonorMyeckon CTporocTbio u
BO3MOXXHOCTbIO NMPAKTUYECKOro NPUMEHEHNS.

Ha npouecce oueHkn, HECOMHEHHO, MOXET CKa3blBaTbCs N CYOBEKTMBHbLIV hakTop. [nd MMHMMU3AUMU NOTEHUManbHbIX
OLINBOK Kaxaoe nccrnefoBaHve OLeHMBanocb He3aBNCMMO, T.e. MO MeHbLUen Mepe ABYMS He3aBUCUMbIMW YneHamm pabo-
yen rpynnbl. Kakne-nnbo pasnuumns B oueHkax 0BCyXaanuncb ye BCen rpynnov B MONHOM cocTase. [1py HEBO3MOXHOCTM
OOCTWDKEHUS1 KOHCEHCYCa NpVBeKancs He3aBUCUMBbIA SKCMepT.

Tabnuubl AOKa3aTeNnbLCTB:

Tabnuubl 4OKa3aTenbCTB 3aMnofHANNCL YneHaMmu paboyer rpynmbl.
MeTopabl, uCnonb3oBaHHbIe Ana hopMynuMpoBaHUs peKoMeHaaLun:
KOHCEHCYC 3KCNepToB.

Ta6nuua 2. PeitTUHroBasi cxeMa Ansi OLeHKU CUIbl peKoMeHOauui.

Cuna OnucaHune

A Mo meHbLLIen Mepe oavH MeTa-aHanmu3, cuctematudeckun o63op nnu PKU, oueHeHHble kak 1++ , HanpsmMyto
NPUMEHVMBbIE K LieNeBon Nonynsaumum n 4EMOHCTPUPYIOLLME YCTOMYMBOCTb pesynbTaToB u/u rpynna
[oKa3aTenbCTB, BKMOYaloLas pesynbTaTbl UCCrEeAoBaHWN, OLeHeHHble Kak 1+, HanpsaMy NPUMeEHUMbIE K
LierneBov NonynsAunmn 1 4eMOHCTPUpYoLLme OBOLLYI0 YCTOWYMBOCTb Pe3yrnbTaToB

B pynna gokasaTenbCTB, BKMOYaoLLasa pe3ynbTaTel UCCNEA0BaHNIA, OLLEHEHHbIE KakK 2++, HanpsMyto
NpYMeHUMbIE K LLleNeBon Nonynsauum n 4eMoHCTpupytoLme obLLyo YCTONYMBOCTb pe3ynbTaToB iU
3KCTpanonMpoBaHHbIe AoKa3aTenbCTBa U3 UCCNEAOBaHNA, OLEHEHHbIX Kak 1++ unu 1+

Cc pynna gokasaTenbCTB, BKIOYaoLWasa pesynbTaTbl UCCNEeA0BaHWNA, OLEHEHHbIE KaK 2+, HarnpsiMyto
NPUMEHMMBbIE K LIeNeBON NONynsiuum 1 4EMOHCTPUPYOLLME 06LLYI0 YCTONYMBOCTL pe3ynbTaToB; uiu
3KCTPanonMpoBaHHbIE AoKa3aTenbCTBa U3 MCCNeaoBaHNM, OLEHEHHbIX Kak 2++

D HokazaTenbCcTBa ypoBHSA 3 vnu 4; usu 3KCTPanonvMpoBaHHble JoKa3aTenbCTBa U3 UCCINEA0BaHNMN, OLIEHEHHBIX
Kak 2+

MHgukaTopbl Ao6pokavyecTBeHHOM npakTukn (Good Practice Points — GPPs):

PekomeHayemas gobpokayecTBeHHas npakTuka 6asmpyeTcs Ha KIMHWYECKOM OMbITe YneHoB paboyven rpynnbl No pas-
paboTKe pekoMeHaaunn.

OKOHOMUYECKUI aHanu3:

AHanmM3 CToMMOCTM He NMPoBOAUICA U NyGrMkauum No apmMakodIKOHOMUKE HE aHaNU3NpPOBarmCh.

MeToa BanuauMsauvm pekomMeHaaLummn:

* BHelwHAA aKkcnepTHas oueHka;
» BHYTpeHHAA akcrnepTHas oueHka.

OnucaHue MeToAa Banuausauum peKkoMeHAauuin:
HacTosiume pekomeHaauuy B NpeasapuTensHOn Bepcun Gbinv peLieH3npoBaHbl He3aBUCMMBIMUW 3KCTepTamu, KOTOPbIX

NoNpoCKNM NPOKOMMEHTUPOBATbL NpeXae BCEro TO, HACKOMbKO UHTeprnpeTaums AokasaTenbCTB, Nexaliux B OCHOBE pe-
KOMeHAauUWiA, AOCTYNHa AN NOHUMAaHWUS.

Mony4eHbl KOMMEHTapPUKN CO CTOPOHbLI Bpayel NepBUYHOMO 3BEHA M Y4aCTKOBbLIX TEPANEBTOB B OTHOLLEHUW JOXOOYUBO-
CTU U3NOXEHUS PEKOMEHAALMA N UX OLLEHKN BaXXHOCTM pPEKOMEeHAauui kak paboyero MHCTpPYMeHTa NOBCEAHEBHOW npak-
TUKW.

MpenBaputensHas Bepcusi Bbina Takke HamnpaBreHa PeLeH3eHTY, He UMEeILWEMY MeaULIMHCKOro obpasoBaHus, Ans
NONy4YeHNs1 KOMMEHTAPUEB C TOYKWN 3PEHUSI NEPCTNEKTMB NaLMEHTOB.

KoMMeHTapuu, nonyyYeHHble OT 3KCNepTOB, TLIATENbHO CUCTEMaTM3UpOBanuUCb M OGCYXaanucb npeacenatenem u
yneHamu paboder rpynnbl. Kaxabi nyHKT obcyxaancs, n BHOCUMblE B pe3ynbTaTe 3TOro M3MEeHEeHUs1 B pekoMeHaauum



pernctpupoBanucb. Ecnn xxe M3MeHeHus He BHOCUNUCH, TO PEermcTpupoBanucb MPUYMHbLI OTKa3a OT BHECEHUSA U3MeHe-
HUIA.

KoHcynbTauusa u akcnepTHas oueHKa:

MpenBaputensHas Bepcus Bbina BbICTaBneHa AN LUMPOKOro obcyxaeHua Ha cante PPO gnsa Toro, 4toGbl nuua, He
yyacTBylOLUME B KOHrpecce, MMenu BO3MOXHOCTb NPUHATE yyacTue B OOCY)XOEHMU U COBEPLUEHCTBOBAHUN peKoMeHda-
LA,

MpoekT pekoMeHaaumi ObliT peLeH3MpoBaH Takke HE3aBUCUMbIMU 3KCMEPTaMu, KOTOPbIX NMOMPOCUIN NMPOKOMMEHTUPO-
BaTb, Npexae BCcero, 4OX044YMBOCTb M TOMHOCTb MHTEpnpeTauun aokasaTensHon 6a3sbl, nexallen B OCHOBE pekomMeHaa-
L.

Pa6ouas rpynna:

[na okoH4aTenbHOW pefakuum U KOHTPOMS KayecTBa pekoMeHAaumn Obiniv MOBTOPHO NpoaHanmnsvpoBaHbl YrieHaMmu
paboyent rpynnbl, KOTOPbIE MPULLAX K 3aKMIOYEHMWIO, YTO BCE 3aMeYaHusa U KOMMEHTapun 3KCMEPTOB MPUHATHI BO BHUMa-
HWMe, pUCK cucTemaTnyeckux owmnbok npu paspaboTke pekoMmeHaaLmn cBegeH K MUHUMYMY.

OCHOBHbIe peKoOMeHaauuu:

Cwuna pekomengauun (A — D), ypoBHM gokasatenbcTts (1++, 1+, 1-, 2++, 2+, 2-, 3, 4) n nuagnkaTopbl 4OOPOKAYECTBEH-
HoW nNpakTuku - good practice points (GPPs) npnBoasaTcst nNpu U3noxeHun Tekcta pekoMeHaaunn.



OnpepeneHne ngnonaTn4eckoro nero4yHoro ¢oubposa

NJTd — ocobasi hopma XpOHUYECKON NporpeccupyroLlen omdposnpyroLen NHTEPCTULMANBHON MHEBMOHUN HEN3BECT-
HOW 9TMOMNOrnKn, KOTopasi BO3HUKAET NPeuMyLLLEeCTBEHHO Y Ni0AeNn cTapLlero Bo3pacTa, nopaxkaeT TOMbKO fnerkve u cessa-
Ha C MMCTONMOMMYECKMM W / NN PEHTIEHONOMMYECKMM NaTTePHOM OObIYHOM MHTepCcTUUMansHoOn nHesmoHum (OUI) [1-3].
OnarHoctrka UN® tpebyeT UCKNIOYEHM ApYrnx M3BECTHbIX NPUYMH MHTEepCTULManbHbiX 3abonesaHuin nerkmx (A3J1), Ha-
npumep, npodeccmnoHarnbHbIX U ObITOBbIX BO3AEWCTBMI, 3aboneBaHunin coeanHutenbHon Tkanu (3CT), nekapcTBeHHOM
TOKCUYHOCTK [1-4].

MoTeHUunanbHble pakTopbl pucka AP

®akTopbl pucka NPJ1 cnegyeT paccmaTtpuBaTbh He Kak MPUYMHY BO3HWMKHOBEHMS 3aboneBaHus (KOTopas rnoka Hews-
BECTHa), a kak dhakTopbl ycyrybnsiowme TeveHne UITO.

BblaensoT BHelHecpenoBble 1 reHeTnyeckne daktopbl pucka (PP), koTopble npyu NP aBnsitoTCst B3aMMOCBSI3aHHbI-
mu. HebnaronpuatHas ponb BHelwHux ®P peannsyetcd B yCnOBUSAX TEHOMHbIX HapyLUeHUn, oByCrnoBnMBaloLLMX aHo-
MasnbHbl€ peakuMu anbBEOSIAPHOrO ANUTENUS U pas3BUTUE M3OBLITOYHOrO NIEeroyHoro oubposa y oTAenbHbIX UHAMBUAYY-
MOB.

KypeHnue. Bo3gencteme TabayHoro AbiMa Ha opraHbl AbIXxaHUsi OTHOCUTCS K OgHOMY M3 Haubonee yacteix ©P, npu ko-
TOpbIX AoKasaHa goctoBepHas cBA3b ¢ WP, Mo pesynbTatam mMeTa-aHanu3a 5 uccnegoBaHmin nokasatens OR (OTHO-
LUEeHWNe LWaHCOB) y KypunbLumKoB, cTpagatowmux U, coctasun 1,58 (95% OW 1,27-1,97). [5]. Bo3pacTtaeT 3Ha4MMOCTb
AaHHoro ®P y nauMeHToB ¢ aHaMHe30M KypeHust bonee 20 nadka-nert.

BrewHecpedoeabie uHzansuuoHHble 8030elicmeusi, He CBsi3aHHble C KypeHueM. NMoBbIleHHbIN puck passutus UINP ac-
COLMUPYETCA C LUMPOKUM CMEKTPOM HEOPraHUYeCKUX M OpraHMYeckmX MNbifemn, C KOTOPbIMU YENOBEK KOHTaKTUPYET Kak B
npodeccnoHanbHbIX, Tak U HenpodeccMoHanbHbix ycnosusax [5]. Puck cdopmuposaHma UINP BospacTaeT B ycrnoBusx
NPOMBbILLIIEHHOIO NMPOW3BOACTBA NPU KOHTakTe ¢ meTannuyeckon (OR=2,44; 95% [OW 1,74-3,40), apesecHon (OR=1,94;
95% OW 1,34-2,81) n kameHHon nbinbto (OR=1,97; 95% AW 1,09-3,55). Tak e B kayecTBe noteHuuanbHoro ®P pac-
CMaTpuBaEeTCs OpraHMyeckas Nbiflb (pacTUTENbHAA UMW XMBOTHas), UHransuMoOHHOE BO34ENCTBME KOTOPOW BO3MOXHO B
CenbCKOM X035KcTBe nnu 6b1ToBbIX yenosusax (OR=1,65; 95% [N 1,20-2,26).

BupycHas uHgekyus. syqanacb Bo3MOXHas aTnonorndeckas ponb npu UII® pasnuyHbix Bupycos (3nwTterH-bapp,
untTomMeranosupycel, Bupychl renatuta C, repnec-supycbl 1 Ap.). OgHako nonyyeHHble pesyrnbTaTbl OKasanucb NpoTUBO-
peunBbiMU. Kpome TOro, oueHka ponu BUPYCOB 3aTPYAHAETCH UX BbICOKOW pPacrpoOCTPaHEHHOCTbIO HE TOSbKO Cpeau
6onbHbIX UIN®P, HO 1 B Yenoseyeckor nonynsaummn B LenoM. B To xxe BpeMs LWmpokoe ucnonb3oBaHne MMMYHOCYNpeccuB-
HOWM Tepanuu y 3TuX GOMbHbLIX NMO3BONSET paccMaTpuMBaTb BUPYCHYIO MHAEKUMIO B Ka4eCcTBE BO3MOXHOMO OCIOXHEHMS.
Takum obpas3om, B HacTosLwee Bpems HEBO3MOXHA OAHO3HAYHas oLeHkKa ponuv BUPYCHON uHdekummn B kadectse OP pas-
sutna AJNO [1].

acmpo-33oghazearnbHbil pechroke (FOP). TOP accoummpyeTest C LWMPOKMM Kpyrom 3aboneBaHui nerkux, Bkovyas ne-
royHbln pmbpos, npu kotopom nokasatens OR coctasun 1,36 (95% AN 1,25-1,48) [6] yTOo No3BONSET paccmaTpuBaTb
3P B kavectBe ®P UJIP. C yyeTOM NOBLILLEHHOIO coAepXaHus nencuHa B xuakoctn BAJT y 6onbHbIx B nepuog obocT-
peHus, BbICKa3aHO NpeanonoXeHne o BO3MoXxHow ponu M'OP kak ®P obocTtpeHunsa UMD [7].

CaxapHbiti Ouabem paccmaTpuBaeTcs B nocriegHune rogpl kak Hesasmcumbii ®P UJ®. B yacTHOCTK, caxapHbin Anabet
Il Tina otmeyeH y 11,3% 6onbHbIX UJP, Torga kak B KOHTPONBHOM rpynne Tonbko B 2,9% cnyyaes: OR 4,3 (95%4U 1,9—
9,8) [8]. AHanornyHble gaHHbIE NOMyYeHbl ANS UHCYIMH3ABUCKUMOro anabeTa.

leHemuueckue ¢hakmopsi. MNMoBbILEHHAst YacToTa NONMMMOP(U3MOB FEHOB, KOAUPYKOLINX psif LMTOKUMHOB, Npodmnbpo-
TUYECKUX MOJIEKYN, MaTPUKCHbIX MeTannonpoTenHas, kotopas bbina nokaszaHa npu nepBoHavasibHOM U3yYeHWUU reHeTu-
Yyeckoro komnoHeHTa WI®, B panbHenwem He nopTeBepamnacb. COBpeMEHHble FEHOMHbIE WUCCREeAOBaHUSA MO3BONMMM
OLEHNTb pacnpoCTpaHEHHOCTb reHeTUYECKUX MyTauuii, npegpacnonaratowmx k UWNId. Hanbonee vacton (35%) saBnsetcs
myTaums MUCS5B (myumH 5B), pexe (B npegenax 3%) pernctpmpyrotcs Mytauuu, Kacarowmuecss cypdakTaHTHbIX NpoTeu-
HoB C n A (SPC un SPA), a Takke Tenomepas [9]. ['eHbl Tenomepas — obpaTHOM TpaHckpunTasbl Teriomepasbl (TERT) n
Tenomepasbl MPHK ans cuHtesa tenomep (TERC) — nmeloT o4eHb BaxXHOE 3HA4YeHue, NMOCKOsNbKy Guonormyeckasl ponb
TEenomep COCTOUT B 3aLUUTE XPOMOCOM OT MOBPEXAEHUS. YKOPOYEHNE TENOMep, BO3HMKAOLLEE MPU FEHOMHbIX HapyLle-



Huax TERT/TERC, conpoBoxgaetcs anonTo30M anbBEOSIAPHOIO 3NUTENUSA, SBRSIOWMMCS OQHUM U3 NaTOreHeTUYECKNX
mexaHnamon J10.

BapuaHT cemeliHoro neroyHoro gmbposa (UJ1® cpeam KpOBHBIX POACTBEHHMKOB) cOCTaBnsowmnin meHee 5% o1 Bcen
nonynaumm 60nbHbIX NOATBEPXKAAET 3HAYMMOCTb reHeTudeckux daktopos npu UJTO Ha knuHuyeckom yposHe. [Npu ce-
menHoM WJI® npeagnonaraeTcs ayTOCOMHO-AOMMHAHTHOE HacnegoBaHue reHa nerovHoro gombposa. Kpome Bbilwe nepe-
YUCMEHHBbIX FEHOMHbIX (DaKTOPOB B KayecTBe OOHOro M3 npegpacnonarawowmx npu cemenHom UJ1® paccmartpuBaetca
reH ELMOD2, nokanu3oBaHHbI B XpomocoMe 4q31 1 SKCMpecCUpyemMbI B NETOYHbIX ANUTENNOLNTAX U anbBeOoNSAPHbIX
makpodparax [10]. YposeHb akcnpeccun MPHK ELMOD2 3HauMTensHO CHUXEH B neroyHon TkaHu 6onbHbix WO, yto ac-
COLMMpYeTCS C NOBPEXOEHNEM INUTENNOLUTOB 1 PnbporeHesom.

YactoTa n pacnpoctpaHeHHocTb UJTD

CuuTaetcs, 4to B nocrnegHue roabl Ymcno 6onbHbix UI1® yeenuuunocs. Cnegyet, ogHako, OTMETUTb, YTO nokasaTenu
3aboneBaemocTy u pacnpoctpaHeHHocTn UIT® B uccneqoBaHusAX pasHbiX aBTOPOB CYLLIECTBEHHO OTNMYalTCcHa. 3Tu pas-
NNYMA MOXKHO OBBACHUTL CNeayoLWNMN NPUYUHAMKU: OTCYTCTBUE YETKUX N OBLLENPUHATBIX ANArHOCTUYECKUX KpUTEpUEB
(He TONbKO PEHTreHOMNOrMYEecKMX, HO N MOPAONOrMYECKUX), OTNINYMSA B AM3aiHaX MCCNedoBaHMs (MCMOMb30BaHNE Y3KOW
nnu wupokon gepmHnunm UINd), BospactHom cocTas naumMeHToB u Ap. [11] coobwatoT o Tom, 4To 3abonesaemoctb NI1D
coctasnsieT 6,8 1 16,3 Ha 100 000 HaceneHns B 3aBMCUMOCTW OT UCMOSb30BaHNA Y3KOM UK wnpokon aepuHnumnm UJ1d
COOTBETCTBEHHO. Viccnenoanus, npoBeaeHHble B New Mexico ¢ 1997 no 2005 rr. nokasanu 3abonesaemocts 11 n 7 Ha
100 000 HaceneHust cpean MyXYMH U XXEeHLIMH cooTBeTcTBeHHO [12]. lMokasatenn pacnpocTtpaHeHHocTn NP B CLUA
BapbupyloT oT 14 go 27,9 cnyyaes n oT 42,7 o 63 cnydaes Ha 100 000 HaceneHnss Npu MCNONb30BaHUN Y3KOM M LLNPO-
ko aecpmHmumm UN®, coorBetctBeHHO [13]. OTMeYEHO MOBbILWEHNE NMOKasaTenen 3aboneBaemMocTu B 3aBUCUMOCTM OT
BO3pacTa: bonesHb BO3HMKAET Yalle B LWeCTON 1 ceabMOoK Aekagax Xu3Hu. BonbwnHCTBO 3a60neBLLINMX KYPUNbLUMKN Ui
3KC-KYPUIbLLMKN.

CornacHo npegBapuTenbHbIM pPacyeTHbIM AaHHbIM, MOMY4YEeHHbIM Ha OCHOBE pe3yribTaToB OMpoca B KPYMHbIX MyrnbMO-
Honormyeckux ueHtpax P®, pacnpoctpaHeHHocTb J1® B PO coctaensieT okono 9-11 cnyyaes Ha 100.000 HaceneHus, a
3aboneBaemoctb UJ® B apyrmux ctpaHax — 4-6 cnyvaes Ha 100.000 HaceneHus [14].

3abonesaemocTb JTP B eBponelicknx ctpaHax Ha 100 000 HaceneHus: Yeuwckan Pecnybnuka — 0,94, Oanua — 2,17, Uc-
nanusa — 3,0, Hopserusa — 4,3, Benukobputanus — 7,9. PacnpocTtpaHeHHocTb UIP B eBponenckmnx ctpaHax Ha 100 000 Ha-
ceneHuns cocTaBuIia CoOOTBETCTBEHHO: Yeluckast Pecnybnvka — ot 6,5 go 12,1, ®uHnasgus — ot 16 go 18, Hopeerusa — 23,4
[13].

KnnHnyeckas KapTuHa

3aboneBaHne valle Bcero BCTpevaeTcs y nauneHToB B Bo3pacTe ctapuwe 50 net. YacTtota 3aboneBaHus yBenvymsa-
eTcs ¢ Bo3pacToM 1 npeobnagaet nocne 60—70 net [4]. OTmedvaeTcs npeobnagaHue 3aboneBaHns Y My>XUnH, COOTHO-
LLUeHWe MonoB cocTaBnsaeT npumepHo 1,7 : 1 B Nonb3y MyXu4nH [15]. BonbLIMHCTBO NauneHToB Ha MOMEHT o6cneaoBaHus
nUmeloT aHaMHe3 3aboneBaHusa ANUTenNbHOCTLIO A0 1-3 neT, n o4eHb pedko — meHee 3-x mecsues [16].

OcHoBHoVi %ano6oi GonbHbIX ABMSETCA OAbllika BO BpeMsi (dM3MYecknx Harpysok. Mo mepe pas3Butusi 3abonesaHusi
oTMeYaeTcs HapacTaHue OAbILLKW, BNMOTb A0 NOMHON MHBaNMAM3aLuuy 60MbHOro: M3-3a OAbIWKN GOMbHOW He crocoGeH
npomsHecTn pasy, He MOXeT XoauTb, obcnyxueaTtb cebs [4,16]. Tak kak 6oneaHb NporpeccupyeT AOBOSIbHO MEAJSEHHO,
nauveHTbl ycreBatoT afanTUpoBaThCs K CBOEN OfbILLIKE, MOCTENEHHO CHMXKas CBOK akTUBHOCTb W Nepexods K 6ornee nac-
CMBHOMY 06pasy XU3HW.

YacTteiM cumntomom UINP sensieTca cyxon kawernb (okorno 75%), Horga — npoayktmneHbiv (o 20-30%), a Tak xe npo-
OYKLMSA THOMHOW MOKPOTbI, 0COBEHHO Y BONbHbIX C TskenbiMu doopmamu IO [4].

JNluxopapgka u kpoBoxapkaHbe He xapakTepHbl Ans UNo®. Opyrumy cumntoMamy MoryT 6biTe obliasi cnabocTb, nameHe-
HVe HorTeBbIX dhanaHr B Buge «bapabaHHbix nanoyek» (50-90%), cHmxeHue maccol Tena [4,16].

XapakTrepHblM ayckyrnbTaTuBHbIM NpuaHakom npu UIN® asnseTcs KoHeYHO-UHCNUpaTopHas Kpenutauus, KOTopylo cpas-
HMBAIOT C 3actexkon (xpunbl «Velcro»). Kpenutaumsa npu WO BbicnywmBaeTcs Ha BbICOTe BOOXA, T.e. B KOHEYHO-



WHCNMpaTOpHbIV Nepuoa. Ha paHHMX cTagusx oHa Herpomkas u Belicokas no vactote (fine crackles), Ha no3aHux — rpybas
(coarse crackles) [17].

Mo mepe nporpeccupoBaHnsa 3aboneBaHns NOSBNATCSA NPU3HAKW AblxaTeNbHOW HEAOCTAaTOMHOCTM 1 IerO4YHON rnnep-
TeH3un: Anddy3HbIN cepo-nenenbHbIN LMaHo3, ycuneHue ll-ro ToHa Hag neroyHom apTepuen, Taxukapaus, S3 ranon,
HabyxaHue LWenHbIX BEH, nepudepnyeckue oteku [1].

CnepnyeT noagvepkHYTb, YTO OMNMCAHHas KNUHUYECKas KapTMHa MOXeT Habnwaatbes u npu apyrux anddysHelix 3abo-
NeBaHUNAX NErknx, u N03TOMY KITMHUYECKMX MPU3HAKOB HEAOCTATOYHO OIS YCTaHOBNeHusa anardosa Ao [1].

JlabopaTopHble TeCTbl 06bIYHO HE MMetT 6onbLlioro 3HadveHus npu UN®. o 50% 6onbHbIX MMET yMepeHHOe NoBbI-
weHne COD n cbIBOPOTOYHOIO YpOBHS obuwen naktatgermgporeHassl (JIAN), npumepHo ao 20% 6onbHbix UITO nmetot
YMEePEHHO NOBbILLEHHbIE TUTPbI pEBMATOUAHOrO hakTopa U aHTUHyKNeapHoro dakropa [15].

OnarHocTtuka

[dvarHocTnyeckne KpuTepumn 1 anroputM Ans B3pocnbix 6onbHeix ¢ N3J1 n nogo3peHvem Ha WP npeactasneHbl Ha
puc.1. HeobxoammbIM A48 NOCTaHOBKM TOYHOMO AMarHo3a sBnseTcs TwaTenbHOe UCKIIYEeHNe anbTepHaTMBHbIX 3abone-
BaHWN NpyY MHOronpodunbHOM (MyNbTUANCLMUMIIMHAPHOM) 06CYyXAEHUN C y4acTMeM MyrnbMOHOJIOrOB, PEHTIEHONOroB U
MOpOonoroBs, nmetoLwmx onbIT anarHoctukm N3J1. Ecnn Takoe obcyxaeHne HEBO3MOXHO, PEKOMEHAYETCS HanpasuTb na-
LMeHTa Ha KOHCyNbTaumio K COOTBETCTBYOWUM akcnepTtam [1,3].

l Mopo3peHune Ha UTD |
[ BbiABNEHHble nE)T{uwal n3n? lﬂa—
| KTBP = lw
. | XMpyprmqec:aﬂ 6uoncua nerkux }7HeT Wio
ovn

BozmoxHaa OUMM / BepoaTtHaa O
y Hexnaccupuumpyembiit $ubpos

Man

Y Y VY VY

| weo | [uno/wenno] He UNO

KTBP = komnbloTepHas Tomorpadua Bbicokoro paspeluenus; M3J1 = uHtepctuymnanbHoe 3abonesaHue nerkux;
WN® = nguonatnyeckunii nerouHbin pubpos; MAM = mynstuancymnanHapHaa AUCKYCCus;
OUN = obbluHan nHTepcTMUManbHas guckyccua; OUM = obbiuHaa MHTepCTULMaNnbHaA MHEBMOHUA

PucyHok 1. QnarHoctudecknii anroputm UN®

OwarHocTtnyeckue Kkputepun UJd

OwnarHos UJ® TpebyeT Hanuumsa cnegylowmx NpU3HaKoB:

1. McknioYeHns apyrmx n3BecTtHbix npuydnH U3J1, Hanpumep, npodeccnoHanbHbIX U 6eiToBbIX Bo3genctaumn, 3CT u npo-
ABMNEHUN NeKapCTBEHHON TOKCUYHOCTW.

2. Hanuune nattepHa OUI Ha KTBP y 60nbHbIX, KOTOPLIM HE NOKa3aHa Xmpyprudeckasi buoncus nerkmx (taén.3).

3. cneuudpmyeckoe covetaHue npmusHakoB OUIM Ha KTBP u npu xmpyprudeckorn Guoncum nerknx y 60nbHbIX, KOTOPbIM
3Ta npoueaypa 6bina nposegeHa.

Takum obpas3om, TOYHOCTb guarHo3a WI1® BospacTaeT npu KIMMHUYECKOM, PEHTIEHONOMMYECKOM U MMCTONOrMYECKOM
COBMageHnn 1 3aBepLiaeTca MHOronpoMunbHbIM (MynbAUCUMNIIMHAPHBIM) OBCYXOEHMEM creumanucTaMmmn, NMeELMMn
onbIT guarHoctukm N3J1 [18]. 1o ocobeHHO KacaeTcs Cry4yaeB, B KOTOPbLIX MTMCTOMOMMYECKME U PEHTIEHONOrMYeckne npu-
3HakuM He coBnagatoT (Hanpumep, KTBP He cootBeTctByeT OWI, HO ructonornyeckmn obHapyxuBaetcss umeHHo OUIMT).
BbisiBneHune nattrepHa OUIM npu KTBP unu ructonornyeckom uccnegosaHmm He obnagaet 100% cneundguyHoCTbO Ans
UN® [1,3]. OnucaHbl criyyam pasHbIX FTMCTONOMMYECKMX NAaTTEPHOB NPY XMpypruyeckon Groncumn, nonyv4eHHoOW 13 pasHbIx
y4acTKOB NeroyHon TkaHu. Cnyydam codetaHua natrepHa OUIM n cdumbposHon HCUIM (anckoppaHtHas OWIT) npoTtekatoT



aHanoru4Ho cnyyasam ¢ nattepHom OWUI Bo Bcex otaenax nerkoro (koHkopaaHTHas OWI) [19,20]. Oto noatesepxaaeT
HeobXxoOMMOCTb NONyYeHUst XMpypruyecknx buontatos npu nogospeHun Ha NP 13 Heckonbkux 4onen nerkoro.

YuunTbiBasd BbICOKOKaYeCTBEHHbIE A0Ka3aTenbCTBa, Kacatowmeca cneumdpumnyHoctn KTBP B BbISABNEHUU TMCTONOMMYECKO-
ro natrepHa OUI, xupypruyeckas buoncus nerkoro He sBNseTcs obasarensHon [1,3].

B Heckonbkux MccnegoBaHMsX CpaBHMBANM BUOE0-aCCUCTMPOBaHHY Topakockonuio (BATC) ¢ oTKpbITON TOpakoToMu-
en [21,22]. OuarHocTnyeckas LieHHOCTb BMonTaToB, NOMy4YeHHbIX 06oMMn MeTogamu, oguHakoBas, ogHako BATC conpo-
BOXOAeTCsq MeHbLluel 3ab0oneBaeMoCTbio U MEHbLUEN ONUTENbHOCTLIO NPebbiBaHNA B CTauMoOHape, YemM OTKpbiTasd Topa-
KOTOMUSI, NOSTOMY BbIGOp METOAUKM BMONCUMM 3aBUCUT OT XMPYPIrMYECKOro OMbiTa B KOHKPETHOM CTauMoHape v UHANBU-
OyanbHbIX XapakTepucTuk nauueHTa. [Npu Tsxenbix yHKUUMOHAMbHBIX HAPYLUEHMSAX UMW 3HAYUTENbHbIX COMYTCTBYHOLLMX
3aboneBaHnsIX PUCK, CBA3AHHBIN C XMPYpPruyeckon buoncuen, MOXeT NepeBecuTb NpenmyLLecTBa McTonorm4eckoro noa-
TBEpXOeHusa gnarHosa WJP. He cnegyet npoBoantb GMoncuio nerkux y nauneHToB cTtapwe 65 net nnm ¢ DLco<45%.
OkoHuaTenbHOe peLleHne O NPOBEeAEHUN XUPYPrUyYecKon BMoncumn nNerkoro NPUHNMaeTCa C y4eTOM KITMHUYECKOW CUTYa-
LMK KOHKpeTHoro 6onbHoro [1,3].

B coBpeMeHHbIX pykoBOACTBax PeKOMEHAYETCS NpoBedeHne XMPYPruyeckon BUoncmMm nerkoro TomnbKo Npu «BO3MOX-
Hom UJT®P» [1,3]. o gaHHbIM coBpeMeHHbIX nccnenosanuii 30-gHEBHast CMEPTHOCTb Npy Broncumn Nerknx MoxeT A0CTu-
rate 22%, 4YTO CBSI3@HO C MOBbLILLEHHBIM PUCKOM pa3BuTus oboctpernsa UINP nocne nposeneHusa Guoncun. TpaHCOPOHXU-
anbHasa ovoncust (TBB) He aBnsieTca agekBaTHBIM MeTogoM Mopdonorudeckon Bepudukauum OUM, Ho TBb 1 6poHxo-
anbeeonsapHbl nasax (BAJT) nossongoT ucknounTb Apyrne 3abonesanuns ns rpynnel N3J1, Hanpumep, capkongos, 3K30-
FeHHbIN annepruyecknin anbeeonuT, u gp. [4,23].

MeToabl Bu3yanusauum npu U1od

Busyanusaums nameHeHnn B rpyaHomn nonoctu y 6oneHeix 1P ocHoBaHa Ha 0630pHON peHTreHorpadun 1 Kommnbo-
TepHou Tomorpacdun (KT). Opyrue metoabl U METOOUKM UCMOMb3YyOTCs Tonbko nocrne KT no cneuumansHbIM NOKa3aHusaM,
00BbIYHO B CBSI3UN C BO3HWKHOBEHMEM OCMOXHEHWIN UNW Ansi npoBedeHun yrnybneHHon gnddepeHumnansHon AMarHOCTUKN.

PenmeeHozpadchus

1. MNMepBUYyHasa gnarHoctmka M3MEHEHWUI B NErkUX OCYLLECTBNSIeTCA npu 0630pHON peHTreHorpadum [24]. BoisiBneHHble
N3MeHeHNsi 06bIYHO MMEKT HecneundUYHbIN XapakTep, u TpebytoT yTouHeHus ¢ nomoupto KT.

2. BaxxHon 3apadvert peHTreHorpadumn ABngeTcs pasrpaHndyeHne amddysHbiX U3MeHeHU B rpyaHON NOMOCTU, Xapak-
TepHbix aAns UJI®, oT nokanbHbIX M3MEHEHUI NPU HANUYUM OOAMHOYHBIX OKPYrNbiX 06pas3oBaHusIX, OONEBLIX U Cer-
MEHTapHbIX MOPaXXeHUN, NNEBPUTOB Y MHEBMOTOPAKCOB, Y APYrMX NaToNormyecknx CoOCTossHUN [1]

3. MpumepHo y 10% 6onbHbIX NP n3ameHeHns B NeroyHon TkaHW MOTyT He BbISIBASATLCS NPy peHTreHorpadumm.

4. B TUNUYHBIX criydasx npu peHTreHorpadumn BoiaBNAT AU @Y3HbIE U3MEHEHUS NEroYHOoN TKaHU B BUAE MerkoceT-
yaton (MenkosvencTomn) gedopmanum NeroyHoro pUcyHka 3a CYeT MHTEPCTULMAnbHOro KOMMoHeHTa [24]. O6bIYHO
OHW HOCAT ABYXCTOPOHHWUI XapakTep, bornee BbipaXeHbl B KOPTUKANbHbIX OTAENax Nerkux, npexae Bcero Hag gua-
dparMon. TUNNYHBIM ABNSETCA YMEHbLleHne obbema nerkmx, YTo NposiBNAeTcs 6onee BbICOKMM PacrofioXeHnem
Kyrnona guacparmbel 1 6onee ropM3oHTanbHbIM pPacnonoXeHneM cepaevHon TeHun. KopHu nerknx moryt ObiTb pac-
LUMPEHbI 3a CHET HECKOMbKNX (PDaKTOpPOB, B TOM Yucrie 6onee BbICOKOro, YeM B HOPMeE, pacrnonoxeHus gnadparmsl,
pacLUMpPEeHUsT KPYMHBIX NIErOYHbIX apTepuin Npu pasBUTUM apTepuanbHOW NEro4YHOM rmnepTeH3nm, HebomnbLIOro yBe-
nnyeHuns GpoHXoNyNbMOHanbHbIX TIMMEAATUYECKMX Y3MO0B.

KomnbromepHasi momozpadghusi

KomnbloTepHas Tomorpacdums no3sonsieT 6ornee TOYHO, YEM peHTreHorpadmst 1 NUHenHas Tomorpadusl, OLUEHNTbL Co-
CTOSIHWE Nnero4YHon TkaHu npu UJTO, BbISBUTL XapakTepHble Npu3HakyM 3aboneBaHns 1 BblibpaTtb MecTo ans buoncum, ecnu
B 3TOM eCTb HeobxoaumocTb [1]. MoaTomy KT aBnseTca obs3aTenbHbIM UCCrefoBaHNEM 151 BCEX NALMEHTOB C Npeano-
naraembim UJ10.

lNoka3aHusi K KOMMbIOMEPHOU momozpaguu

1. letanbHas oueHKa xapakTepa U3MEHEHWI B rPYAHOM MOJIOCTU, BbISBIIEHHBLIX MPU peHTreHorpadum y nauneHToB ¢
KNMHMYEeCKMMn npusHakamm UNO
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2. BbigBneHne nsaMeHeHun B rpyaHoOM NONoCTU y NauUEHTOB C KIMHUYeckumun npudHakamm UJ10 (oabilwka, pectpukums
W Op.) Npu OTCYTCTBUU U3MEHEHWUI MpU peHTreHorpadun nnm COMHUTENBHOW PEeHTreHoNnormyeckon kapTnHe. Heco-
OTBETCTBME PEHTIEHONOIMYECKOM U KITMHUYECKOM KapTuHbI 3aboneBaHus.

3. OnpeneneHne mecta 6MONCKMM NEroYHOM TKaHN Yy NaLNEHTOB C BO3MOXHbIM D

4. OueHka AMHaMMKKN npolecca Ha boHe fedYeHnst B CpaBHEHMM ¢ npegwecTByowmmn KT nccnegoaHMamm

5. AnddepeHumaneHaa guarHocTnka AMddy3HbIX U3MEHEHUA B NErkux, BbiIBMIEHHbIX NPU peHTreHorpaduu rpygHon
nonocTu

Memoduka KoMnbromepHasi momoepaguu

[ns oueHKn cocTosiHMA nerkmx y 6onbHbix ¢ UJTP npoBoauthcs Tak HasbiBaeMasi Bbicokopaspeluatowas KT (BPKT).
OTa meToaMKa 3akrnoyaeTCs BbIMOMHEHUN TOHKUX, MeHee 1.5 MM, Tomorpadmyecknx cpesos, 1 UCMOMb30BaHUS BbICOKO-
paspeLualoLLero anroputMa ansa peKoOHCTPYKLUMN n3obpaxeHun. B HacTosee BpemMs BO3MOXHbI ABE TEXHOMNOMMU CKaHu-
poBaHusa ansa nposefeHus BPKT nerkux: nowarosas n cnvpanbHas.

CkaHuposaHue 8 rosfioxXeHuu Ha xxugome

anMeHﬂeTCH Aana yctpaHeHud Tak Ha3biBaeMoro rpaBmtaulmoHHOro SCbCpeKTa, Npn KOTOPOM HUXKe pacrnoJioOXEeHHbIe
y4acCTKu nerkux Bcrnencreue OENCTBUS CUMbl TSHKECTU MOryT HEe OOCTAaTOYHO 3anoJiIHATbLCA BO3QYXOM. 310 npmnBoauUT K
CHWXXEeHN0 BO34YLUHOCTU NEroYHon TKaHW WU NOSIBNEHUIO cbeHomeHa «MaToBOro creknay. MccnegoBaHme obs3aTenbHO
Npn COMHUTEIbHbIX pe3yrnbTaTtaX CKaHMpPOBaHUA B MOJIOXKEHUU Ha CMNUHE, 0CcobeHHO y nauneHToB C npepgnofiaraeMbiM
Uneo.

BHympueeHHoe KoHmpacmupogaHue

CrangaptHasa BPKT npoBoauTcs 6€3 BHYTPUBEHHOrO KOHTpaAcTUpoBaHus. [oka3aHusa Ons BHYTPUMBEHHOrO BBEAEHUSA
BOAOPACTBOPUMbIX KOHTPACTHbIX NpenapaToB npu obcnegosaHun naumeHtos ¢ 1O BkniovaoT: NOAO3peHne Ha passu-
TMe TpoMBO3IMOONMN BETBEN NETOYHOW apTepUm, XPOHUYECKON TPOMOO3IMOONMYECKON NErOYHON MMNepTEH3nn, HoBoobpa-
30BaHue B 06nacT CpeaoCTEeHNS UNKN KOPHS NErkoro, a Takke avmddepeHumanbHyo AMarHOCTUKY NOKanbHbIX U3MEHEHWI
B NErkux TkaHu (Hanpumep okpyrroe obpasoBaHune nnu atenekras). MiccnegoBaHne ¢ BHYTPMBEHHBIM KOHTPACTMPOBaHU-
em nposoauTcs B Buge KT aHrnorpadum, ¢ otobpaxeHnem apTepvansHON 1 BEHO3HOW dhasbl.

Cemuomuka UJ1® no 0aHHbiM BPKT

OunarHos UJT® asndaeTca knuHuyeckum. PeHTtreHonorndeckad u BPKT kapTuHa oTpaxaeT mopdonormdeckme nameHe-
HUSA B NErknx, KOTopble OMNpeaenstoTcsl kak obblyHAs MHTepcTuuunanbHasi NHeBMOHWs. Hanbonbliee guarHoctudeckoe
3HaYeHNe UMeET COYEeTaHWe OCHOBHbIX MPWU3HAKOB, co3farlmx krnaccmdeckyto BPKT kapTuHy 3abonesaHusa (Tabn.3).
Mockonbky He Bce npusHakm OUIM moryT OblTb OAMHAKOBO BbIPaXEHbl Y KOHKPETHOIO NauMeHTa Ha AaHHOM 3JTane Teve-
HWs 3aboneBaHus, 3aknoyeHre no pesynbtatam BPKT HOCUT BEPOATHOCTHEIN XapakTep.

OcHoBHbiMK npusHakamm OUIN npu BPKT gasnstoTcs anddysHble ABYXCTOPOHHUE PETUKYNSPHbIE M3MEHEHUS; B COYe-
TaHUU C MeNKuMK cybnnesBpanbHbIMW BO3AYLUHBIMU KUCTaMu (COTOBOE Nerkoe) W/unm TpakuMOHHbIMKM OpPOHX03KTa3amu;
npeobnagaHne n3aMeHeHu B KOPTUKanbHbIX U 6a3anbHbix oTAenax nerkux (puc.2) [1].

PucyHok 2. O6blyHas HTepcTMumuanbHas nHeBmoHud, TunuyHas BPKT kapTuHa. a) akcmanbeHbin cpes, 6) dhpoHTansHas pedopmanus,
B) caruTTanbHas pedopmauus, 4) akcmarnbHbli Cpe3 B NMONOXeHUN Ha XuBoTe. KopTukaneHoe pacnpegeneHne n3MeHeHuin ¢
HapacTaHueM WX OT BepXyLUeK K Anadparme, COTOBOE Jierkoe, peTUKynsipHble U3MeHeHUs1, OTCyTCTBME MaTOBOrO CTekna.
WccnenosaHue B NOMOXEHWUU Ha XUBOTE NOATBEPX/AAeT OTCYTCTBME MaTOBOrO CTekna.
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[Mpu OTCYTCTBMM COTOBOrO NErkKoro U HanU4MM OCTanbHbIX NPU3HAKOB peHTreHonormyeckas kaptuHa OUIN ctaHOBUTBCS
NuLLb "BO3MOXHOW", UTO MOXeT noTpeboBaTb NpoBeaeHUs OTKPbITON Broncuu, ecnu HeT NPOTUBONOKa3aHWUIA CO CTOPOHbI
naumeHTa.

JononHuTenbHbIMU NpU3HaKamu, ykasblBaloLLMMW Ha BbICOKYD BepoATHOCTb OUM, asnstoTca: yBennyeHue obbema
MeamnacTMHaNbBHOTO Xupa, BbICOKOE pacnorioXeHne Kynona guadparmel, pacluMpeHne npaBbiX Kamep cepaua U KpynHbIX
BETBEWN NEro4yHon aptepum.

MpusHakamu, HeTunudHbIMK Anst OUIM unu NpoTUBOpEeYaLLMMIN Takol NaTonorMu, SBNSTCA: CUMNTOM MaTOBOMO CTEK-
na, ydacCTKu KOHconugauumn, oAuHOYHble o4arn un o4varosble AMccemMuHauum, npeo6na,u,aH|/|e U3MEHEeHUN B BEPXHUX C
CpedHux oTAenax nerkux, nepnbpoxoBackynsipHoe pacrnpefeneHne U3MEHEHUN, BO3AYLUHbIE KUCTbl BHE KOPTMKaNbHbIX
oTaenos, 6ynnesHas amdusema.

Ta6nuua 3. BPKT npusHaku o6bIYHOW MHTepcTULManbHoW nHeBMoHuun (OUM) [1].

MpusHaku, NnpoTMBOpeYaLne KapTuHe

Kaptuna OUN Bo3moxHasa kaptuHa OUN ovn

MpeobnagaHne cMMnNTOMa MaToBOrO CTeKNa
YyacTku KoHconuaaumm
MpeobnagaHue B 6a3anbHbIX,

KOPTUKANbHbIX OTAENAaX Nerkix MpeobnagaHve B 6asanbHbIX, OpaunHOYHbIE o4aru

KOPTUKanbHbIX OTAENnax Nerkmx OvaroBble AUCCeMUHaLMM

n 3HbIE PETUKYNSAPHLIE -
CoToBoe nerkoe, ¢/6e3 TPaKLMOHHbIX ig;fgmﬂ P ynap MpeobnapaHme M3MEHeHMi B BEpXHUX C
cpepHux otaenax

OpOHX03KTa308B

OudpdysHble peTUKynsapHble N3MeHeHNs

OTtcyTcTBUE NMOObLIX NPU3HAKOB,

OtcyTcTaue nobbix NpusHakos, NPOTUBOPEYALLNX AaHHO NaToNorum
NPOTUBOPEYALLMX JaHHO NaTonorum

MepnbpoxoBackynsapHoe pacnpeneneHne
N3MEHEHUN

BO3,D,yLIJHbIe KUCTbl BHE KOPTUKallbHbIX
oTaenos

Comosoe neekoe — rpynna Bo3gyLUHbIX KUCT, 0ObIYHO CXOAHOro pa3mepa oT 2-3 go 10 MM, pacnonoXxeHHble cybnnes-
panbHO 1 UMEILLNE HYETKO OTYEPYEHHbIE CTEeHKM [25]. KUCTbI MMEIDT OKpYrnyto ddOpMbl, CTEHKM UX 3aMKHYTbI U BUAHBI, YTO
OTNMYaeT 3TM NONocTM oT BPOHX03KTa30B (puc.3).
|

PucyHok 3. O6blyHasa nHTepcTMumanbHas MHEBMOHUSA, TUMMYHAs KapTuHa. COTOBOE nerkoe Ha akcuarnsHOM cpese (a), npu
pedopmaLuum BO hpoHTanbHoM (6) n caruTTansHOM (B) NITOCKOCTSIX.

TonwuHa CTEHOK 1 pa3Mepbl KACT MOTYT CYLLIECTBEHHO pa3nnyaTtbCsi, HO OObIYHO Takne NMonocTy BbIMMSAAT OQHOTUMHO.
WHorga pasmepbl KACT MOMyT gocTuratb 2-3 CM, YTO 3aTPYOHSIET UX pasrpaHuyeHune ¢ bynnesHon amdpmsemorn. Cumntom
COTOBOIO FErkoro SIBfsieTCs OCHOBHbIM U Hanbonee goctoBepHbiM BPKT npusHakom neroyHoro ¢mbposa. PacnonoxeHune
KMCT BOONb BUCLEpanbHOW MeBpbl B HECKOMbKO PSAOOB SBMASETCA UCKMIOUYUTENBHO XapakTepHbiM npusHakom OUIM, B Tom
yncne y nauyeHtos ¢ UNNo.
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TpakunoHHble BPOHX03KTas3bl - NPeacTaBNAlT coboM HepaBHOMEPHOE pacluMpeHne NpocBeToB BPOHXOB U BPOHXUON,
Bbl3BaHHOE CMOpLLMBAHNEM N pacTsikeHueM (TpakLMeln) NeroyHon TkaHu B pesynsTtaTte ubposa [25].

PacwmpeHHble BpoHXM B NPOAOSIBHOM CEeYEeHNM OTODpaXarTCs KaK MONOCKM BO34yXxa C TOHKMMMW BOSTHUCTBIMU CTEHKaMK
(puc.4).

B nonepeyHOM ceyYeHMn OHWU MOTYT ONpeaenaTbCs B BuAe BO3OYLUHbIX KUCT. OTO MOXET co3fgaBaTtb TPyAHOCTU B And-
depeHUnansHON ANarHOCTUKE TPaKLMOHHbIX BPOHXO3KTA30B C CUMMTOMOM «COTOBOro nerkoro». [ns noHumaHust mop-
donormdeckoro cybcTpaTta uenecoobpasHo Nonb30BaTbCs MHOMOMMOCKOCTHBIMK pedopMaunsmm.

PemuckyrnsipHble UudmMeHeHUs — cknanorndeckuin oeHomeH npu BPKT, npeacrtaBngeT ceTb U3 OTHOCUTESIbHO TOHKUX ne-
PEeKPELLMBAIOLLNXCHA MUHUIA, KOTOPbIE MOTYT UMETb hopMy KoreL,, MHOTOYrofibHUKOB UK napannenbHbiX NMHui [25].

N3meHeHMs1 BO3HMKAOT Ha (DOHE HEM3MEHHOW MW YNIIOTHEHHOW MO TUMY MaToOBOrO CTEKa fero4YHoN TKaHu (puc.5).

PucyHok 4. ObbluHas MHTepcTMUManbHas MHEBMOHUS, TUMMYHAS KapTuHa. PucyHok 5. O6bluHas MHTEpCTULManbHasn NHeB-
TpakumMoHHble BPOHX03KTa3bl B KOPTUKANbHbLIX OTAENax fNerkux Ha pepopMaun B MOHUS, TUNWYHAs KapTUHa. PeTukynspHble name-
KOCOW NrockocTn (a) n akcmansHoM cpese (6) HEHVS B KOPTKaNbHbIX OTAenax, 06ycrnoBneHHble

yTonweHmnem BHYTPpUAOJIbKOBbIX Neperopook,
YMEepPEeHHO BblpaXXeHHOe COTOBOE Jierkoe

AHaTOMWYECKN PETUKYISPHas ceTb NpeAcTaBieHa M3MEHEHHbIM NeroYHblM nHTepcTuumem. Mpu OUIM 3T n3meHeHus
06ycCnoBneHbl NPEeUMYLLECTBEHHbLIM YTOMLWEHUEM BHYTPUOOMNBKOBbIX MHTEPCTULMANbHbIX CTPYKTYP, AMaMeTp OTAerNbHbIX
Aveek He npesbiwaeT 1 cMm. O6bIYHO Tak oTobpaxalTcs parMeHTbl MeXauMOHO3HbIX neperopoAok. bonee kpynHble
ceTyaTble CTPYKTYpbl AnaMeTpom 1-2 cM npefcTaBneHbl MeXAonbKoBbIMM neperopogkamn. OHU Takke MOryT ObiTb Bbl-
ABMNEHbI B 30HAX PETUKYNSPHLIX U3MEHEHWIA, HO UX BbIPaXKEHHOCTb BCErAa MEHbLUE MENKUX CETYATbIX CTPYKTYP.

Mamoeoe cmekno — cknanorudeckuii peHomeH npu BPKT, koTopbin xapakTepusyetca yMepeHHO BbIpaXXeHHbIM NOBbI-
LUEHNEM MNIIOTHOCTW NErOYHON TKaHW, Ha (POHe KOTOPOro BUAHbLI MPOCBETHI OPOHXOB, CTEHKM BPOHXOB 1 BHYTPUIIErOYHbIE
cocyfbl, a TaKke oyarn U peTUKynspHble N3MeHeHUs, ecriv oHN NpUcyTcTByT. Mopdonornyeckon OCHOBHOW cuMNTOMa
MaTOBOrO CTekna SBMAAITCA M3MEHEHUS aHAaTOMUYECKMX CTPYKTYp 3a npedenamu paspellatowen cnocodbHoctu KT npu
COXpPaHeHUN BO3QYLIHOCTM NEero4yHon TkaHn. K HUM OTHOCATCSH: yTOMLWEHNE MeXarnbBeonsipHbIX neperopogok nobon npu-
pOAbl, YaCTUYHOE 3amnofiHEHNE NPOCBETOB anbBeos MOObIM COAEPXKUMBIM, YMEHbLUEHNE 06beMa anbBeon 3a cyYeT rmmno-
BEHTUNALMK, NOBbILWEHNEe nepdy3nn NEroYHON TKaHW NpU N3BbLITOYHOM KOMNMYECTBO KPOBM B kanunnspax. Npu otcyTcT-
BMW COTOBOIO JIEFKOrO M TPAKUMOHHbIX OPOHXO3KTA30B, MATOBOE CTEKMO MOXET ObiTb OOHVMM U3 NPU3HAKOB aKTMBHOIO
BOCManuUTenbHOro npouecca. [py Hanuumm COTOBOrO NErkoro M TPaKLMOHHbLIX BPOHXO3KTA30B MaTOBOE CTEKIO 0B6bIYHO
ABMNSIETCA NPU3HAKOM MHTEpCTULMansHoro gubposa.

KnuHuyeckoe 3HayeHue BPKT

BbisiBneHune Tpex ocHoBHbIX npu3HakoB OUI (kopTukanbHoe/6a3anbHoe pacnpeneneHne, PeTUKYISAPHbIE UBMEHEHUS U
COTOBOE Nerkoe/TpakunoHHble OPOHX03KTas3bl), NMPU OTCYTCTBUM UMK Mariol BbIPaXXeHHOCTU NPU3HAKOB, MPOTUBOPEYaLLMX
3TOMY MaToNIorM4eckomy nNpoLeccy, No3BoONseT NPaBuUibHO ONpeaenvTb Xxapaktep nameHeHun 6onee yem y 90% naumeH-
ToB [26]. B GonblmHcTBE crnyyaeB Takas TunuyHas BPKT kapTuHa B coveTaHum ¢ KIMUHUYECKOW CUMMNTOMaTUKON MO3BO-
nsaeT n3bexaTb BbINOSIHEHME OTKPLITON Guoncum nerkoro.
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Tunuunaa BPKT kaptuHa OUI y 6onbHbIx ¢ UI1® HabntogaeTca B 30-50% HabnopeHui [27]. B ocTanbHbIX criydasx
HeonpeaeneHHble AaHHble BPKT MoryT 6b1Tb NOBOAOM AN1S1 NpOBeAeHUS OTKpbITON Guoncum

N3meHeHus, xapaktepHble ans OUM, BoisenstoTca npy BPKT BHe 3aBMCUMOCTM OT MPUYMHBLI Pa3BUTUS JIEFOYHOrO
¢ubposa. B cBA3N C 3TUM, yKasblBaTb B PEHTFEHONMOMMYECKOM 3aKNIOYEHUN Ha MOMONATUYECKUIN XapakTep U3MeHeHuin
unu onpeaenaTb ux Kak nposierneHne U, He uenecoobpasHo.

Mopdonornyeckue npusHakm UJ1d

Mopdonoruyeckum cybctpatom IO aensaetcsa obbluHasa nHTepcTuumansHas nHeBmoHus (OUNT), koTopasi xapakTtepu-
3yeTCsl COBOKYMHOCTbIO MOPONOrMYEeCcKMX NPU3HaKoB: XPOHMYECKOe BoOcCMnaneHue, B nepuog obocTpeHns - HapyLlleHue
penapauum 1 nporpeccupyowmn ombpo3omM Nero4Horo MHTEPCTMLMS pecnMpaTopHbIX OTAENOB MNErkoro, YTo NPUBOANUT K
HapyLleHnto rasoobmMeHa, MporpeccupyloLlel XPOHUYECKON AblxaTenbHOW HegocTaTtovyHocTu. B 12-14% HabniogeHwuin
pasBumBaeTcHa nepudepmyecknii pak nerkux ¢ npeobnagaHnemMm ageHokapuMHOMbI CO CTENOLWMMCS POCTOM (CTapblv Tep-
MUH — BPOHXMONOANbLBEONAPHLIN pak). I3MeHeHns TkaHW NEerkux HOCUT ABYCTOPOHHUIM, MO3anyHBIN XapaKkTep ¢ Yepeno-
BaHMEM MOpPaKeHHbIX N y4aCcTKOB 0ObIYHOro CTpoeHus [1].

McTonornyeckne NpuaHakM OObIMHOM MHTEPCTUUMANbHOW MHEBMOHWM pasgensioT Ha ABe rpynnbl — «6onbwmve» u
«manbley. K «bonbwmm» npusHakam oTHOCAT: pmbpobnactnyeckme (Mnodubpobnactmyeckue) okycbl C y4acTkamm UH-
TepcTUUManbHOroO XpPOHUYECKOro BocnaneHne n ¢ounbposa (puc.6), popmupylomecs NpenmyLecTBeHHO B 30Hax BpoH-
XVMOMO-anbBEONSAPHbLIX MNEepexonoB; 04aroBOe BOBIEYEHWE TKaHW ferkoro npevMyLlecTBEHHO B nognnespanb-
Hblx/MapacenTanbHbIX 30HaX; NpW NpPorpeccupoBaHnn — opMrpoBaHmne «coT» (puc.7). K «manbiM» npusHakam OTHOCHT:
BHYTPUarnbBeONspHOe CKonmneHne makpodaros; onnukynapHasa runepnnasvs; rmnepnnasusa/runeptpodusa rnagkmx
MbILLL,; 9HOAPTEPUNT; BHYTPUAnNbBEONAPHOE CKOMNMeHne HenTpodnnos; OPOHXMONSAPHAas 1 NNOCKOKIEeTOYHasA MeTannasms
anMTeNusi, KOCTHas M XUpoBas MeTannasusd MHTepCTUMLMS; SHAOreHHas NUnuaHas NHEBMOHWS; MUHMManbHbIE NposBIie-
HUSA nnespuTa, dMbposa nneBpbl; cybnnespanbHble Gynnbl; 303MHOMUIBHAA UHMULTPaLWS; O4aroBble BHYTPUanbBeo-
nspHble ckonnexuns pubpuna. Ans U HexapakTepHO Hannyne HEOPraHMYEeCKoW Mblnw; rpaHyneM; knetok JlaHrepraHca
[28].

dubpobnactndeckue (Mnodunbpobnactudeckne) oKyCbl He ABMAOTCS CTPOro crneundunydHbiv npusHakom OUI, ogHa-
KO MX Hanuuune BaXXHO AN yCTaHOBMNeHUs guarHosa. «CoToBble» M3MEeHeHUs oBHapyxuBatoT B GOMbLUMHCTBE onepaun-
OHHbIX BMONCUN TKaHW NerkMx, OHW NpeacTaBnsAT cobor BO3ayLIHbIE MPOCTPAHCTBA pasHon hopMbl U pa3mepoB, 06bIY-
HO BbICTNaHHble Kybuyeckum anuTenvem, cpeam ovaros pmbposa. YyacTkm nbposa, He CBA3aHHbIe C «CoTammy», — eLle
OAMH TWUMUYHbLIV rMcTonornyeckun npmusHak OUM. B ovarax dpnbposa 1 B CTEHKaX «COT» YacTO MOXHO HabnwoaaTtb runep-
nnasuto rmagkMx MblLL, pas3HoW CTEeNEHN BbIpaXKEHHOCTK, Yalle BCTpevaeTcs y 6onee Monopbix NauneHToB.

Mpn OUMM BCcTpeyalTcs ageHOMaTO3HbIE U3MEHEHUS, NMIOCKOKNETOYHast MeTannasusi GpOHXMONAPHOrO 3NUTENUsS U
SNUTENMUS, BbICTUNAKOLLErO afeHOMaTOo3HbIe «COTOBbIE» CTPYKTYPbI, pexe BCTPEYalTCa oyarn occudmkauum u obnute-
pypyloLWUiA S3HOAPTEPMUT. Y YacTu NaLMEHTOB ONMCHIBAKOT 04AroBYK 303MHOMUMbHYIO MHEBMOHMIO.

Cpean mopdonoruyeckmx nposasneHmn OUM BbigensoT N3MEHEHMS, COOTBETCTBYIOLLME PAHHEN M MO3OHEN cTaguu,
KOTOpble BapbMpyOT B 3aBMCMMOCTM OT cTagun 3abonesanus. NMpu knaccudeckon OUIN ancpereHepatopHble 1 unbpos-
Hble U3MEHeHWs1 OBbIYHO NPeBanuPyT Hag BOCNanMTENbHOW MHPUIbTPaUUen n XxapakTepusyTcs OTNOXEeHNeM Konna-
reHa. BocnanutenbHaa vHpunbTpauuma npeacrasneHa Menkumn numdoumTamu, nHorga B-numdountammn ¢ npumecsro
nnasMaTnyecknx kneTok. dubpobnactuyeckne (Mmodubpobnactudeckmne) dokyCbl 3TO MeNKMe odvaru cocTosime u3
punbpobnactoB 1 MMOPMOPOBNACTOB C HEXXHO OKPALLEHHBLIM MEXKITETOYHBIM BELLECTBOM.

MposiBneHnem oboctpeHusa OUI sensetca guddysHoe anbBeonspHoe noppexaexHne (OAlT), pexe — opraHuayroLlas-
cs1 nHeBMoHuSA. JAIN Habntogaetcs BHe 30H prnbpo3a 1 HOCUMT Mo3aunydHbi xapaktep. OcnoxHeHnem OUI sensieTcs BU-
pycHoe n BakTepuanbHoe BOCManeHve B HEMOBPEXOEHHON TKaHWu nerkmx. [1pyn BMPYCHBIX OCMOXHEHUAX mopdonornye-
CKMe M3MEeHeHMs1 B nerkmx HanomuHatroT JAl, npn 6akrepuanbHbiX - KapTMHA 3KcCygaTUBHOWM GakTepuansHow 6poHxon-
HeBMOHWM BHe 30H hnbposa [29].
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PucyHok 6. ObbluHas UHTepcTMUManbHas NHEBMOHUS: PucyHok 7. ObbluHas MHTEpPCTUUMAnNbHas NHEBMOHUS:
dnbpos, «B-numgounToB MMKpOCOTbI», BPOHXMONO3KTA3. Murodubpobnactmnyeckmin pokyc (00603Ha4YeH CTpernkon) B MecTe
nepexofa pecnmpaTopHoi GPOHXMONbI B arlbBEOSbI.

PyHKUMOHanbHaa anarHocTtuka U

JlerouHble yHKUMOHAMNbHbIE TECTbI UCNOMbB3YIOTCHA ANA ANAarHOCTUKM BEHTUMASLUOHHBIX HapyweHui npu WP, nporHo-
3UpOBaHNA 1 MOHUTOPMPOBAHUSA TeYeHus 3aboneBaHus.

Mopdonornyeckne nameHeHusa B nerknx, xapakrepHole ansa UI®, npusoasat K o6WwWMpHLIM NaTorU3MONorniyeckum
HapyLUEeHNsIM, KOTOpble 3aTparMBaloT MHTEPCTULNANBHYIO NIEFOYHYIO TKaHb, SHAOTENNA KanunnapoB 1 anbBeOonsipHbIN
anutenunin. Pubpo3Hble N3MEHEHUS MEXalbBEONSIPHbIX MEPEropoaoK U MECT nepexoda pecnumpaTopHbiXx OpoHxmMon B
anbBeosibl 06YCNOBNUBAOT U3MEHEHUS 3M1AaCTUYECKNX CBOMCTB NErkoro, CHMXaltT UX PacTsHKUMOCTb, JIerkne CTaH o-
BATCA purngHeiMu. Kak cnegctene 3Toro NpoUCXoauT CHUXKEHUE NerodHoro obbema, yBennyeHne aHeprosartpar Ha
BeHTUNAuu0. Ons UIP xapakTepHa reTeporeHHOCTb M3MEHEHWI B NErkux: YepegoBaHue 3o0H ¢punbposa ¢ HopManb-
HOWM NEro4yHon TKaHbi. BO3HMKaeT HEPAaBHOMEPHOCTb BEHTUNAUMK. B ToXe Bpems pegykuus KanunnsipHOro pycna
Takke OTNMyaeTcs HeOOHOPOOHOCThLIO, KOTOpas He CBsA3aHa C NIeroYHbIMU U3MEHEHUSAMU. DTO NPUBOAUT K BEHTUNS-
LMOHHO-NEePY3MOHHbIM HapyleHnsam. [1pu BbIpaXXEHHOCTM HEPaBHOMEPHOCTUM pacnpefeneHnusi BEHTUMNALUOHHO -
nepy3nNOHHbBIX OTHOLLEHUI CHUXXAETCs NapuunanbHoe HanpsikeHne kucnopona. Bee BbilenepevmcneHHble NpUYmHLI
obycnoenuBalT HapyweHne anddysmMoHHON cnocobHOCTM nerkmux. MosTomMy MMHUManbHbIN 06BEM MccnenoBaHUi
OOJDKEH BKNoYaTb B cebsl obs13aTenbHoe onpefeneHne oopcnpoBaHHOM XU3HEHHOW eMKocTu nerkux (®XXEN) (npw
BO3MOXHOCTU ny4wie mameputb 06wy emkocTb nerkux (OEJT), koTopas asnsdetca cymmon XKEJ1 n octatoyHoro
obbema nerkmx) n namepeHme gudpdy3MoHHON CNOCOBHOCTY NerkMx Ans MoHookcuaa yrrnepoga (CO) metogom opa-
HOKpaTHOro BOoxa ¢ 3agepXkon abixaHus (DLco).

Mpu NpoBegeHMN NeroYHbIX PYHKUMOHANbHbIX TECTOB Y 60MbHbIX ¢ AJI® 06bI4HO BbISBASAIOT PECTPUKTUBHbBIE BEHTUNS-
LUMOHHbIE HapYLUEHUSA C YMEHbLUEHUEM FNErovHbIX 06BbEMOB M CHMxeHueMm DLco [30]. Ha paHHux ctagusax UIO moxet
ObITb BbISIBNEHO U30MNMPOBaHHOE CHmkeHne DLco npu HOopMarnbHbIX neroyHbix obbemax. Mpu codetaHum LD n amdm-
3eMbl MOXeT HabnoaaTbCA CMeLaHHbIA TN BEHTUNSALMOHHBIX HapyLleHWn (COXpaHeHUe YPOBHA NeroyHbiXx 06bemos,
nony4aemsbix npu 6oamnneTuamorpacmnyeckom nccnegoBaHmm, Npyu HENPOMNopUMoHanbHOM cHkeHun DLco) [31,32].

MporHocTuyeckas sHaummocTb OXKEJ], namepeHHon npu anarHoctuke UI1®, nsyyeHa He 0o KOHLUA, TOraa Kak 3HayeHune
DL¢o (C Koppekumen no reMorrnodurHy) no3BosnsieT OLeHUTb BblXXMBaeMocTb 605bHbIX ¢ UIT®: DLco HUXe 40 % OT JOIMKHO-
ro 3HadeHus (% JomK.) sABNAEeTCH OOCTOBEpHbIM (hakTopoM pucka cmepTu [1]. [JaHHble CBUMAETENbCTBYIOT, YTO anbBeo-
NApHO-apTepuanbHbi rpagueHT no kucnopody (P(A-a)O,) n 3HavyeHme OEJ npu noctaHoBke UJ1P MoryT uMeTb MpoOrHo-
CTMYECKYIO 3HAYMMOCTb, OHAKO NOPOroBble 3Ha4YeHUs1 He onpeaeneHsbl [35]. Kpome Toro, 6bino gokasaHo, 4To gecartypa-
ums (T.e. CHXKEHUE HacbIWweHns remornobuHa kncnopogom Huxe 88 %) npm 6 MuHyTHOW xoabbe, BbiABNEHHas nNpu no-
ctaHoBke UN®, aBnsieTcst LOCTOBEPHBIM MporHocTuyeckum daktopom npu AN [1]. Tem He meHee, TpebytoTcst 4ONOMNHU-
TenbHble NccneaoBaHns Ans onpegeneHus pony Apyrux nokasatenen (MPOMAEHHOro pacCTOSHNS U YacToThl CepAeYHbIX
COKpaLLEeHWIN) Harpy304HOro TECTUPOBAHNSI.



15

OXEJ1 nossonsier apdekTMBHO MOHUTOpUMpoBaTh TeueHue WI1P: MuHMManbHas KNMHMYECKU 3HadYMmas pasHuua
(MK3P) onsa ®XXEJ1 coctaBnsieT 3-5% [34]. PaccTtosiHue, nponaeHHoe 3a 6 MUHYT, Takke AaeT 0OObEKTUBHYIO U KUHUYe-
CKM 3HAYMMYI0 MHGOPMALMIO O PYHKLMOHANBbHOM cocTosAHMM BonbHbix ¢ UIP, MK3P coctaBnsieT 22-37 m [35]. N3ameHe-
HUSA (PYHKLMOHANbHbIX MoKa3aTenem BO BPEMEHU SIBASAIOTCA BaXHbIMU MPOrHOCTUYECKUMU haKTOpamMu CMEPTHOCTU npwu
WN®. CHmxkeHne PXKEI 210% oT ucxogHoro 3HadeHus unm DLco 215% B TedyeHue 6-12 mecsueB NO3BONSAET BbIABUTb
BonbHbIX C 6onee BbICOKON BEPOATHOCTbIO CMepTEnbHOro ucxoaa [1].

EcTtecTBeHHOe TeueHue un nporHos NP

EctectBeHHOe TeyeHne V1O obycnoBneHo MOCTENEHHbIM PeMOAENMPOBAHNEM MErOYHOW TKaHM, B OCHOBE KOTOPOro
NexuT nporpeccupytowee pubpoTuyeckoe NoBpeXaeHNe, HaunHaKLWeecss ¢ MUKPOCKOMMYECKUX cybnneBpanbHbix dub-
pobnacTtuyeckmx hoKycoB, NOCTENEHHO PacnpOCTPaHSAOLLEECa NO NerodYHon TkaHu B Buage ubposa 1 3akaH4ymBaroLLee-
CSl MaKpOCKOMUYECKUMWN U3MEHEHMSIMU, XapaKTepHbIMM N8 COTOBOro nerkoro. Hapactawowun ¢ubpos nerkux asnsetcs
naTobmonornyeckor OCHOBOW NMPOrpPeccupyoLero Cy6 bekTMBHOIO U OBBEKTUBHOIO yXYALUEHUA PYyHKLUMOHANbHOro cTaTy-
ca 6omMbHbIX BNIOTb A0 NeTanbHOro Mcxofa, 06yCNoBNEeHHOro AblIXaTeNbHOW HEAOCTAaTOMHOCTLIO UM APYTMMU OCIIOXH e-
Huammn UN®. KnuHnyecknm aKBMBaNeHTOM ecTecTBeHHOro TeveHusa UIO aBnaetcs HapacTaHwe pecnvpaTopHbIX CUM-
NTOMOB (B MEPBYK O4Yepedb OAbILLKM WM Kallufsd), CHWKEHWE nokasaTenen nerodHon yHKUMK, yBenuyeHne pmbposHbix
nameHeHn Ha KTBP, passuTne octpon gbixatenbHOW HeQOCTaTOMHOCTM W HacTynneHne cMepTn. Hambonee 4acton ee
npuymHon npu U (60%) aBnsaeTca nporpeccupylollas abixatenbHas HegocTaTodHocTb [36]. Kpome Toro, npuyunHamu
netanbHbIX ncxonoB Takmx 6onbHbIx aenaTca UBC, TOJA n pak nerkoro. lNomMumo nporpeccupyowero TedeHms xapak-
TEPHON O0COBEHHOCTLIO ecTecTBEHHOro TeveHus NI aensetcs Bo3pacT O0MbHbIX: B OOMbLUMHCTBE Criyd4aeB MaHUde-
cTaumsa 6onesHn otmevaeTcs y nuy crapwe 60 net, 4To, O4eBNAHO, CBSA3AHO C MEXaHU3MaMu CTapeHus.

PeTpocnekTuBHble nccnenoBaHus, nposeaeHHble cpean 6onbHbix NP, nokasbiBaloT, UTO MeanaHa BbKMBAEMOCTU OT
MOMEHTa MOCTaHOBKM AuarHosa coctaBnsieT oT 2 oo 3 net [1]. BMecTe ¢ TeM, Yy BOMbHbLIX C COXPAHHOW NEroYHON PyHK-
uuen 3TOT nokasaTenb MOXET ObiTb Bbilwe. Tak, OT MOMEHTa NosiBNieHusa nepsbix cumntomo UI1® (B Tom ymucne npu oT-
CYTCTBUM Yy NALMEHTOB PECNNPATOPHbIX CUMNTOMOB U C HOPMaIibHOWM NEro4Hon yHKUMEN, HO C XxapakTepHbiMu KT name-
HEHVSIMW) MeanaHa BbIKMBAEMOCTM 3HAYUTENBbHO Bbille, COCTaBnAa okono 6 net [37]. Pasnnuma npogomkuTensHOCTH
XWN3HWU B 3aBMCMMOCTMN OT BPEMEHM MOSIBNIEHMS NEPBLIX CUMMTOMOB UIN NMOCTAHOBKW AMarHo3a CBUAETENbCTBYIOT C OOQHON
CTOPOHbI 0 rnunoguarHoctuke UIN®, a ¢ gpyron — 0 BO3MOXHOW CyOKnMHMYecKkon ctagum 3abonesaHus, koraa mopdorno-
rMYEeCKMe N3MEHEHNS ONePEXatoT KNMHUKO-YHKLMOHANbHbIE HapYLLUEHUS.

BbligensoT Heckonbko BapuaHToB TedeHus LI [38]. Hanbonee yacTbiM M3 HUX ABRSIETCS MeanieHHoe, NoCTeNneHHoe
nporpeccupoBaHne 60oMne3Hn B Te4eHne HeCKONbKMX feT. Y HebonbLlLon YacTh BorbHbIX COCTOSHME OCTaeTcs cTabunb-
HbIM Ha MPOTSHKEHUWN AOCTATOMHO ANUTENBHOIO BPEMEHU, U, HaKOHeL, HaumeHee GraronpusaTHeli BapmaHT WO xapak-
TepuayeTcsa ObICTpbIM nporpeccupoBaHvem 3aboneBaHus. MNpu kaxgom u3 3TUX BapvMaHTOB 3aboneBaHWs BO3MOXHO
pa3BuUTME ANM30L0B OCTPOro YXYALWEHUS KIMMHUYECKOro COCTosHNS — obocTpeHmn UI®, koTopble MoryT 6biTb cMepTenb-
HbIMW MW CONPOBOXAATbCA HEOOPATUMbIM CHUXeHWeM nerovHon dyHkumm. OTHOCUTENbHAA YacToTa ykasaHHbIX Bapu-
aHToB UJ1® HeunsBecTHa. Ha TedeHune UJTP moryT BNmATb Takme conyTcTBylowmne 3abonesaHms kak amdudema, neroyHas
rmnepTeHsunsd, MNAPB.

MporHo3 UJTD sBnsetca abcontoTHO HebnaronpuATHBIM, MOCKONbKY 3aboneBaHue XapakTepu3yeTcsi Nporpeccupyio-
LUMM TeyeHVeM C daTanbHbIM MCXO4oM. BmecTe ¢ Tem, aKkcnepTbl CYMTalOT BaXKHbIM BbiAeneHne GOoNbHbIX C BbICOKAM
PUCKOM NeTarnbHOro ncxoga B TeveHue bGnmkanwmx 2 neT, 4To AUKTyeTcs He06X04MMOCTBHO CBOEBPEMEHHOIO ODCYXA e-
HWMst BONPOCa O TPaHCNaHTaLmmn nerkux.

Hwxe npmBoaATca KMMHMKO-(YHKLMOHAanNbHbIE NapaMeTpbl, peKOMeHAyeMble B Ka4eCcTBe NpeauKTOPOB BbICOKOTrO pucka
cMmepTHoCTM [1].

* YcuneHne oaplLLKu

* CHmxeHne OXXEJT =210 % B TeyeHue 6-12 mecsues

*DLco < 40% O0MKHOMO N CHUXXeHne B AnHamuke = 15%

* [MoBbiweHue P(A-a)0, > 15 MM pT.CT.

* TecT ¢ 6-MyHYTHOW xoabbow (6-MT): aecaTtypaums kucnopopa Hmxke 88%, CHUXKEHME NPONOEHHOTO PacCTOSHMS,
yBenuyeHne gnmTensHocTy BocctaHoBneHms YCC

e cpOJ1A > 25 MM pT.CT. B Nokoe.
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O6ocTpeHune UMD

Knunnyeckoe teyeHve UJ1® obbIMHO SBNSETCS XPOHUYECKMM M MEANEHHO MPOrpeccupyowuM, OgHaAKO, Y HEKOTOPbIX
naumeHToB HabnwaaeTca BbICTpoe nporpeccMpoBaHne 3abonesaHns. HegaBHue HabnwoaeHWss nokasanu, 4YTo y Hebonb-
woro ymucrna 6onbHbIX UITD (okono 5-10%) moryT pasBmBaTbCA OCTPblE YXYALWEHWUST KITMHUYECKOro cocTosiHuA [39]. OTun
3aNnM304bl MOTyT pasBMBaTbCs Ha hoHe nHeBMOHUK, Tpomboambonun nerovHon aptepun (TOJIA), nHeBMOTOpakca, cep-
Oe4Hon HegocTaToyHocTh [40]. Ecnv npyvymMHa OCTpOro yxygLeHUs He yCTaHOBIEHa, UCMONb3yoT TEPMUH «0BOoCTpeHne
UJTo» [39,41]. B HacTosiLLee BpeMs HEACHO, aBnsieTca obocTpeHune NJTD npocTbiM NnposiBneHneM HeaMarHoCTMPOBaHHOrO
OCMNOXHeHUS, Takoro kak TIOJIA unm nHdekumns, unu npeacrasnsdeT cobor NnporpeccupoBaHme NaToriorM4eckoro npouec-
ca, nexatlero B ocHoBe cobctBeHHo WJ1P. B HegaBHEM MccnedoBaHMM 3KCMPECCUMM reHoB Yy BoMbHbIX ¢ 060CTpeHnem
UJT® nHdekumnmoHHasn aTmonorusa aToro cobbITust He noaTeepxaeHa [42].

WNcTopuyeckn kputepusimm oboctpenmnsa U aensoTcs GecnpnynHHoe HapacTaHve ofbllku B TeveHne 1 mec, JOKY-
MEHTUPOBaHHagA rmnokcemMus (yxygleHme unum Tskenoe HapyLleHre ra3oobmMeHa), CBexune anbBeonsipHble MHPUNbLTPaThbI
Ha peHTreHorpamMMe ferkMx U OTCyTCTBME APYroro 00bACHEHUS, Takoro Kak uHdpekums, TAJIA, nTHeBMOTOpake, cepaeyHast
HegocTaTouHOCTb (Ta6n.4) [39]. O6ocTpeHne MOXeT BO3HMKATb B NOOON MOMEHT 3aboneBaHuns U MHOr4a CTaHOBMUTCSA
nepebiM nposieneHnem UJI® [43]. ObocTpeHne WUJI® conpoBoxaaeTcs yCcUNeHMeM Kalunsi, IMXOpPaAKon, yBeNMYeHUem
ob6bema MokpoThl [41,43]. ®akTopbl pyucka obocTpeHns NP He ycTaHOBMEHbI, HO COOBLaeTCst O pa3BUTUM OCTPOW AblXa-
TenbHOW AeKoMMeHcauun nocne TopakarnbHbIX Xupyprudeckux onepauui [44], BAJ [45], xoTa ocTaeTca HeACHbLIM, NPOBO-
LUUPYIOT NN 3TK cOObITUA NCTUHHOE 06ocTpeHue UJTD nnm aBnaoTca NpUYMHON COOTBETCTBYHOLLUX OCIOXHEHUN.

MporHo3 oboctpeHns TP, kak npaBuno, HebnaronpusiTHeIN, NeTanbHOCTb BO BpeMSs rocnuTanusauum gocturaet 65%,
n 6onee 90% — B TeyeHne 6 MmecdLEB OT Havana pa3suTua obocTpenuns [39].

icTonornyeckn npu oboctpernnn UINP pasBuBaeTcsi oCTpoe MM opraHuaytoleecs auddysHoe anbBeonspHoe no-
BpexageHve (OAT) nnu, pexe, opraHn3yloLwascs NHEBMOHUSA B y4acTKax OTHOCMTENbHO COXPaHHOW FErovYHOW TKaHu, B
CTOpPOHe OT Hanbonee pubpPo3npPoBaHHbLIX 30H [39]. B oTaenbHbIX cnyyasx B 6uonTtatax 6onbHbIX ¢ o6ocTpeHnem NP
Haxogunm Tonbko HeocnoxHeHHyto OUT nnun opranuaytowytoca gasy Al 6e3 ructonorndeckmx npudHakos OUIM [46].

Tabnuua 4. [lnarHocTn4yeckne Kkputepumn o6octperHusa UN® [39].

* YcTaHOBMeHHbIN paHee gnarHos NI

* HeoGbsicHMMOe HapacTaHue OAbILKN B TeYeHne nocrnegHux 30 gHen

* KTBP: HoBble bunatepanbHble U3MEHEHUS MO TUMY «MAaTOBOrO CTEKNay» W/Min KOHCONMMAAToB Ha (DOHE PEeTUKYNAPHBIX UNn
COTOBbIX M3MEeHeHUI (CooTBeTCTBYOLWMX NaTTepHy OUI)

+ OTcyTcTBME AaHHBIX O neroyHon nHdekumm (Tb acnupat unm BAJT)

* VcknoyeHbl anbTepHaTUBHbIE MPUYMHBI:
— JDK cepaeyHas HegoCcTaToOvHOCTb
- TONA

— yCTaHOBMEeHHbIe npuymHbl OIMJ1

C y4yeToM HEBBbICOKOrO YPOBHSI MOJTyYEHHbIX AOKa3aTemnbCTB, dpapmakonormdeckasi Tepanus oboctpeHun UNP B Ha-
cTosiLee BPEMSI HOCUT SMMUPUYECKUIA XapaKTep M OObIYHO BKMOYaeT BHYTpMBEHHOe HasHadeHue TKC go 1 r B cyTku,
BO3MOXXHO C [OMOSHUTESNbHBbIM BBEAEHMEM MMMYHOCynpeccopoB. OAHaKo, MoKa HET KOHTPONMPYEMbIX UCCIEeAO0BaHUN B
OaHHOM obnacTu 1 cylwecTByeT AOCTAaTOYHOE pa3HOOOpasne MHEHWUI PasfnUYHbIX 3KCNEPTOB 06 ONTMManbHOW Tepanuu
OAHHOro OCroXHeHusl. oaToMy B HacTosLee BPeMs HEBO3MOXHO NPefoCcTaBuUTh cneumndunyeckne pekomengauum o go-
3ax, NyTv BBeAeHus u anutenbHoctn Tepanun FKC npu o6octpernmn U [1].
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OcnoxHeHus n conytcTByrowme 3aboneBaHumsa npuv UNoO

Cpeon Haubonee BepOSITHbIX OCnoxHeHu VI crnieqyeT OTMETUTL BTOPUYHYIO NErovHyto runepteHsuto (J1IN), popmu-
poBaHue «neroYyHoro» cepAua, ractpoasodareancHblin pedniokec, amdpusemy nerkux [1]. Teyenne 1O moryt yxyawats
N Takne BHELUHWE CTUMYIbI Kak KypeHue, BUpycHast MHAeKLms 1 ap.

JIC (noBblleHWe cpegHero p[aBneHns B NEroyHon aptepuu Bbiwe 25 MM pT.CT. No AaHHeim  [Jdonnnep-
Oxokapamorpadummn nnn katetTepmsauum npaebIX kKamep cepdua) Hambonee yactoe ocnoxHeHne U (20-84 % no pak-
HbIM pa3HbiX aBTopoB). OaHako cnegyeT UCKIIOYNTL U APYrne NPUYMHBI NOBbILLEHUS AABMEHWs B NerodHon aptepun: T O-
JIA, 3acTonHasa cepaeyHas HegocTaTtoyHocTb. PopmumpoBaHme JIIT BeaeT K YCUNEHUIO OAbILWKA, CHUXKEHUIO (prn3n4ecKknx
pe3epBOB NaLMeHTa, NOBbILLEHUIO BEPOATHOCTU NneTansHoro ncxoaa [1].

Hannuve y naumeHTa ractpoasodpareansHon pedonitokcHon 6onesHn (FTOPB), conpoBoxaaeTcs MuKpoacnmpaumen m
MOXET paccMaTpmBaTbCs Kak hakTop, yXyaLlaowmin TedeHne 6onesHu.

Pak nerkoro Bctpevaetcs y 60nbHbIx NP npnbnuantensHo B 3-12% [1]. U1 mHOrMMmmn aBTopammn paccmaTprBaeTcs
Kak bakTop pucCka BO3HWKHOBEHWsI paka Nerkoro (MpeanorioXmMTenbHO CXogHble anureHeTndeckme abeppaumm v natore-
HeTUYeCKne MexaHu3mbl Pa3BUTUS U MPOrPECCUPOBAHMS, B HaCTHOCTH, T.H. abeppaHTHOE «3aXMBNEeHne paHbl» npu ob6omx
3aboneBaHusax). B ToO xe Bpemsi CyLeCTBYIOT M pasnuyusi: NpoOTUBOOMNYXONeEBbIE NpenapaThl, MPUMEHSEMbIE MPU pake
nerkoro, ny4yesas Tepanus 1 XMpypruyeckoe BMeLIaTenbCTBO MOryT BECTU K OBOCTPEHMIO U yTsxkeneHuio TedeHus UJo.
Obwwmm gnsa obonx 3aboneBaHUn ABMSAETCS MONOXUTENbHBIN 3(EKT OT MPUMEHEHUS T.H. MOMEKYNAPHBLIX TapreHTHbIX
npenapaToB (HUHTeAaHuob).

Ocoboro BHMMaHus 3acnyxuaeT codeTtaHne U 1 amdpusemsl, MONyYMBLLETO B aHIMOA3LIYHOW NMTepaType Ha3Ba-
HMe OTAENbHOro CMHApPOMa codeTaHus neroyHoro cmnbposa u amdpusemsl (CPFE — combined Pulmonary Fibrosis and
Emphysema) [47]. OcHoBaHMeM Onsl BblAENEHUSA YNTOMSHYTOrO CUHAPOMA MOCIAYXUNW MPUCYLLNE eMy YeTKMe KMHu4e-
ckue, yHKUMOHanNbHbIE, PEHTreHoNnornyeckne n mopdonornyeckne xapakrepuctmkn. B cuHgpome CPFE o6beauHeHbl
OBa pasHbix 3ab0neBaHnsA: NeroyHbIn pubpo3 (NPeMmMyLLECTBEHHO B HKHUX OTAenax nerkux) n amdusema (npenmyLle-
CTBEHHO B BepxHux gonsax). OtmeyeHo, 4yto cuHapom CPFE Bctpevaetca y 8-50% 6onbHbix AP (N0 gaHHbIM pasHbix
aBTOPOB), NPEVMMYLLECTBEHHO Yy WL, MY>XCKOrO Nofa CTapLlUuMx BO3pacTHbIX rpynn (ctaplie 65 neT), KypuibLLIMKOB N 3KC-
KYPUIbLLMKOB CO CTaxeM KypeHus 6onee 40 nadko-net [47]. KnuHnyeckon ocobeHHocTeio cuHgpoma CPFE  saBnsetca
HanuMumne BbIPaXEHHOW OABILLIKM MPU HEPEOKO HOpMaribHbIX cnuporpadunyecknx nokasarensax. MNpusHakm amdusemsl, Bbi-
ABMNsieMble B BEPXHUX AOMSX, BKIOYAOT LeHTpunobynsapHble, napacentanbHble 1 OynnesHble N3MeHeHUs.

OpHum 13 Hanbonee YacTbix ocnoxHeHen cuHagpoma CPFE aBnsieTcst nerovyHas runepTeHansi, koTopas onpegensaer-
€S NoyTW B NonoBsuHe cnyyaes (47%), T.e. vawe, yem npu NP n npotekaeT Tsxenee. Hannune JII — nnoxon nporHocTu-
YECKMI NpusHak: 5-Tu NeTHAs BbbkMBaeMocTb Y 6onbHbIX ¢ cuHgpoMoM CPFE B coyetanun c JIIN coctaBnsieT nuwb 25
6e3 JI — 75% [47]. Dopmupoanue JI" y 6onbHbIx ¢ cuHapomom CPFE (6onee 75 mm pT.cT.), BoisBngemoe npu Jonnnep-
OxoKT, aBnseTca NpeanKTopoM neTarnbHOro ncxoaa.

Y 6onbHbIX ¢ cuHapomom CPFE oTmeuyeH Takke BbICOKMA PUCK Pa3BUTUSA paka nerkoro (okono 33%), 4To pesko yxyd-
WwaeT nporHo3. He uckntoyeHo, 4to cuHapom CPFE siBnsieTca He3aBUCKMMBbIM (hakTOPOM pycKa pa3BUTUS paka NMerkoro.

BrnusaHne Ha TeueHune n ncxop UITP Takux conyTcTByOLWMX 3a60neBaHnin Kak OXMpeHne, o6CTPYKTMBHOE anHo3 cHa Ao
KOHUa He usy4eHo [1].

Buomapkepbl UJ1P

[aHHble 0 MPOrHOCTMYECKOM 3HavyeHnn mapkepoB BAJl 1 CbIBOPOTKM KPOBU HEMHOTOYMCMEHHbBI Y HOCSAT PETPOCMEKTUB-
HblX xapakTep. C Opyrov CTOpPOHbI, 3T OMOMapkepbl HEAOCTYMNHbI AN MOBCEAHEBHOMO KIMMHUYECKOTO UCMONb30BaHMS.
BbicokomonekynspHbin rnukonpoTtenH KL-6 (Krebs von den Lunden-6) otHocutcs B yenoseveckomy myumHy MUC1, ko-
TOpPbLIA NpoayumnpyeTcs pereHepupytlowmumm anbeeonountamu Il Tuna [48]. KoHueHTpaums KL-6 B CbIBOPOTKE KPOBWU, Kak
6bINo nokasaHo, nosbiwaeTcst y 6onbHbIX UJTP 1 KoppenupyeT ¢ noBblleHWEM pucka netansHocTu [49]. Mapkepom,
cxogHbiM ¢ KL-6, siBNSeTca oTeyecTBeHHbIN mapkep anbeBeoniomyumH (3EG5) [50]. CbiIBOPOTOYHBIE KOHLEHTpauun cyp-
akTaHTHbIX NnpoTenHoB SP-A n SP-D Takke nosbiwatotcsa npu NP n moryt nporHo3upoBath BbhknBaeMocTtb [51]. Tak-
Ke NPoAEeMOHCTPMpPOBaHa B3auMOCBSA3b MeXAY CbiIBOPOTOYHbIM CCL18, opyrMMn UMTOKMHAMM, CbIBOPOTOYHBLIM MO3rOBbIM
HaTpurhypeTMyecknm nentTnaom n netaneHocTbio [52,53]). Uccneposanne MMIT B kpoBu u BAJ1 nossonsoT npeanono-
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Xntb, 4to MMIM1 1 MMTI7 ToXe nosbiwatoTes y 60nbHbIX UN®, 1 yposeHb MMI7 MoXeT koppenupoBaTb C TSHXKECTbIO
3aboneBaHus [54]. KoHueHTpauums SP-A MmoxeT nporHo3upoBaTth netanbHocTb [55]. [porHocTnyeckoe 3HavyeHue LMTono-
rmyeckoro aHanuaa BAJT npn UJ1® He ycTaHoBneHo [56]. CornacHo npensapuTenbHbIM AoKa3aTenbCcTBaM, Hannyme ump-
KynupyroLmnx pnbpoumToB (Me3eHXMMarnbHbIX KNeToK-NpeaLlecTBEHHUKOB) CBA3aHO ¢ 6onee HM3KOW KPaTKOCPOYHOW Bbl-
XNBaeMocCTbto 6onbHbIX NN [57].

MepukameHTOo3Hasa tepanusa UNOD

MoHomepanus kopmukocmepoudamu

PaHaoomuanpoBaHHbIe KOHTPONMpyeMble NCCReaoBaHna MOHoTepanuu riwkokoptukoctepoungamm (MKC) He nposopu-
nuncek [58,59]. B peTpoCcnekTUBHbLIX HEKOHTPONMMPYEMbIX UCCNELOBAHUSX HE OOCTUrHYTO YBENUYEHUS BbPKMBAEMOCTM Npu
MOHOTEpanumn KOpTUKOCTEPOMAAMU, OOHAKO OOMYCKaNOCh, YTO Y HEKOTOPbIX BOMNbHbLIX Ha hoHe moHoTepanuu TKC moxeT
ynyyqLwnMTbCa nerovyHas dyHkums [60,61]. AnutensHaa Tepanus KC conpoBoxaaeTcs pa3sBUTUEM 3HAUYUTENbHbIX HEXe-
nartenbHbIX siBNeHui [60].

Pekomerdayuu: BonbHble ¢ NP He gormkHbl Nony4yaTe MOHOTEpPaNUIO KopTukocTepoaamm (A, 1+).
KombuHupoeaHHast mepanusi 'KC u ummyHomMynpeccaHmamu

B HacTodwee Bpemsa HeT ybeanTenbHbIX JoKa3aTenbCcTB 06 ynyylweHun BbixnBaemoctu 6onbHbix NP npu Tepanum
kombuHupoBaHHon Tepanuu 'KC n nMMyHomynpeccaHTamu (Hanpumep, asaTuonpyMHoM nnm uuknodgocdammuaom). OgHa-
KO, PUCK pa3BuUTMSA NOBOYHBIX AP PEKTOB KOMOMHUPOBAHHON Tepanuy NepeBeLLINBalOT BEPOATHOCTb Yry4LUEHNs NEr04YHON
dyHKUMN Ha dboHe KOMBUHMPOBaHHOW Tepanun [58].

Pekomerdauyuu: bonbHble NI1® He aomkHbl neuntbcst komouHaumen NKC n nmmyHogenpeccaHtamm (A, 1+).
MoHomepanus N-ayemunyucmeuHom

MonoxutenbHble pe3ynbTatel 0 MoHoTepanun N-auetnnumctenHom (NAC) nonyveHsl B paH4OMU3NPOBAHHOM KOHTpPO-
nMpyeMoM mnccriegoBaHunn, npu oueHke nedverus MKC, azatmonprMHOM 1 nepoparnbHbiM aueTunumctenHom [62]. B Hepas-
Ho onybnukoBaHHoOM uccnegoBaHm PANTHER-IPF He Gbino nony4eHo A0CTOBEPHbIX pasnuumii mexay rpynnamm NAC un
nnaue6o no BONbLWNHCTBY KOHEYHbIX NokasaTenen, Bknioyas DLco 1 ©XKEJI. Mo gaHHbIM nocneaHnx nccnegoBaHum, Te-
panust NAC moxeT ObITb BbICOKO 3¢hdeKTUBHON Yy nauuneHToB UI1® ¢ onpegeneHHbIMU reHeTUYeCKUMI nonnmopgmnamamm
(Hanpumep, TT reHoTunom TOLLIP) [63].

PekomerOayuu: MoHoTepanus N-aueTunuuCTeMHOM He [OJSKHa Has3HavyaTbCH Ha PYTMHHOM OCHOBE BCEM GONbHbLIM
nno (8, 1-).

Kom6uHauyus npedHu3onoHa, asamuonpuHa u N-auemunyucmeuHa

PaHee nmmyHocynpeccaHTbl CHUTaNMCb BaXXHOW COCTaBHOM YacTbio Tepanuu IO [1]. Cumutanock, 4To Tepanusa AByMS
npenapaTtamu (FKC nnioc asatnonpvH nnu umknodocdamug) MoxeT ObiTb addekTnBHee, Yem moHoTepanusa [KC [1].
HepaBHO GbINo BbLIMNOMHEHO NMOBTOPHOE UCCMELOBaHME CO CPAaBHEHWEM TPOWMHOWN KOMOWHMPOBAHHONM Tepanuu ¢ nnauebo
ONsl BCeX TPeX KOMMOHEHTOB [64]. 3TO MHOroLEHTPOBOE paHAOMU3NPOBAHHOE KMMHUYECKoe uccnegosaHue Obino npe-
KpaLleHO JOCPOYHO MOCIe BbISIBIIEHMS TOrO, YTO B Fpynne TPOWHOW Tepanuu neTanbHOCTb (PUCK HebnaronpuaTHOro mc-
xoga hazard ratio (HR) 9,26; 95%[0W 1,16—74,1) n yactoTta rocnutanu3sauui (p<0,001) 6binun Bbiwe, Yem B rpynne nna-
uebo.

PexomeHdayuu: He pekomeHAOBaHO MCNOMb30BaHWe kombrHaumm N-aueTunumcTerHa, asaTmonpuHa u npegHM3ornoHa
B nedeHun 6onbHbix NI (A, 1++).

Ta6nuua 5. PekomeHgaumu no papmakonorunyeckon tepanum UNo

PekomeHOoOBaHO He
Tepanusa He pekomeHAoBaHa | Tepanusa BO3MOXHa Tepanusa pekomeHgoBaHa
Ha3HauyaTb
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TponHas kombuHaums KC AHTMpednokcHasa Tepanus HuHTegaHno
AHTUKOArynsHThbI LuTtoctaTtunkm
AmbpuceHTaH KonxuuunH
LinknocnopuH A
MHTepdepoH-[1-1b
BoseHTaH
MauuTteHTaH
OTaHepuenTt
CungeHadun
MmaTtnHnb

NAC

*He 3apeructpupoBaH B P®

Takke B HacTosllee BpeMs B nedeHun 60nbHbix NJTD He pekomeHOoBaHO UCNONb30BaHWE TakuMX Npenapartos, Kak
BapdapuH 1 ambpuceHTaH — B KITMHWYECKMX MCCMEAOBaHMAX MPOOEMOHCTPMPOBAHO YXyALLIEHWe NPOrHo3a nauvMeHTOB
UJT® npu ux HasHayeHun (Tabn.5). He BbisBNeHO NonoxuteneHbIX 3heKToB TakMx npenapaToB Kak: uMaTuHmb, cunae-
Hadun, 603eHTaH U MaUMUTEHTaH, MO3TOMY MX UCMOMb30BaHUE Takke He pekoMeHaoBaHo npu UJTP (Tabn.5).

K npenapatam ¢ gokasaHHon adhdeKTBHOCTLIO Npu neyveHnn UIT® oTHOCATCS TONbKO ABa npenapata: NMpMEeHAoH 1
HUHTEOaHuo.

NH2ubumop mupo3uHKUHa3 HUHMeodaHu6

HuHTegaHnb, paHee n3BecTHbIM Kak monekyna BIBF 1120, aenaeTtca BHYTPUKIETOYHBbIM UHIMBUTOPOM TUPO3UHKUHAS,
BO34ENCTBYIOLLMX Ha peLenTopbl HECKOMbKMX hakTOpoB pocTa, B TOM Yucne haktopa pocTa COCyAWCTOro 3HAOTenNus,
dakTopa pocta hubpobnacTtos n akTopa pocta TPOMOOLMTOB.

Tepanus 6onbHbIx WP HMHTeaaHMboOM oueHMBanack B TPEX paHOOMU3MPOBaHHbBIX KOHTPONMMPYEMbIX UCCIELOBaHMSAX
[65,66]. Llenbto nepsoro nccneposanusa (Il pasa) 6bino nsyvyeHue appekTuBHOCTM M 6e30nacHOCTH, B KOTOPOM 4 pas-
Hble go3bl Nnpenapata (50 mr/cyT, 100 mr/cyT, 150 mr/cyT n 150 Mr 2 pasa B cyTkn) cpaBHuBanu ¢ nnauebo [65]. He 6bino
MOMy4YeHo pasnnuuin B netanbHOCTU Mexay 3Tumu rpynnamu. MNpoueHT 6ombHbIX co cHxeHnem OXKEJT bonee yem Ha
10% 3a 12 mec HabnogeHus Obin HKE B Fpynne ¢ caMol BbICOKOW [030W HMHTedaHuba (p=0,004), npu gpyrnx gosax He
oTnuyancs no cpaBHeHuto ¢ nNnauebo. bonbHble, NonyyaBwmne HUHTe4aHWO B Nobor Ao3e, NepeHoCHM MeHbLle 060CT-
pexnun NN (HR 0,16; 95%4N 0,04—0,70). Y nonyy4aBwmnx HUHTeAaHUO BonbHbIX GbINo Gonblie NO6OYHbIX 3hdEKTOB B
LLeSIoM 1 cepbe3HbIX MOBOYHBIX 3¢hEKTOB B HAaCTHOCTU, OAHaKo, 6e3 CTaTUCTUYECKON JOCTOBEPHOCTM Pasfnnyunin.

Nccneposanns INPULSIS-1 u INPULSIS-2 npeactaBnsnm coboi gBa 3epkanbHbIX paHOOMU3MPOBAHHBLIX KOHTPOMK-
pyembix nccrnegosanus Il cpasel ¢ yyactnem B obuien cnoxHoctn 1066 60nbHbIX, KOTOPbIE B COOTHOLEHMM 3:2 nony4vanu
150 Mr HUHTegaHnba 2 pasa B AeHb unu nnauebo [66]. B nccnegoBaHne Takke BKIOYANUCh NALMEHTLI C NPOSIBNEHNSMMA
amcumsembl no KTBP 1 npebpoHxogunataunoHHsiM uHgekcom TudpcpHo = 0,7 [66]. AnuTensHOCTb HabnogeHus B 06omx
nccrnefoBaHusix coctasuna 52 Hep. Ha poHe neveHns 3a nepuof MccnenoBaHus Y MeHbLUErO Ynucna 60MbHbIX NPOU30LL-
no abconoTtHoe cHwkeHne OXXEJ1 bonee yem Ha 10% (RR 1,16; 95%0U 1,06—1,27). Kpome Toro, koppeKktMmpoBaHHas
cpegHerogoBasi ckopocTb cHukeHus OXKEJ B rpynne HuHTegaHuba octasuna 114,7 mn, a B rpynne nnauebo 239,9 mn
(pasHuua 125,2 mn, 95%0W 77,7-172,8). Nobo4vHble 3achdekTbl BCTpEYanucb 3Ha4YUTENBHO Yalle B rpynne HMHTeaaHwba
(RR 1,07; 95%0W 1,03-1,11), ogHako 6e3 cTaTUCTUYEeCKOW OOCTOBEPHOCTM AN cepbe3Hbix No6oYHbIX addekToB. Hau-
6onee 4YacTtbiMy NOBOYHBIMU 3dhdbekTamMm HUHTeAaHNOa Obinv Anapes u ToWHoTAa.

PesynbTatoM CymMMapHOro aHanusa Bcex Tpex uccrnepoBaHui [65,66] ctana RR 0,70 (95%[4W 0,47-1,03) B nonb3y
HUHTeaaHuba co cpefHen yBepeHHOCTbIo B ero addektnBHocTn U HR 0,47 (95%0U 0,17-1,29) anst ob6octpennii UIO.
3HaunTenbHO Gorblue BOMbHbBIX, MOMYyYaBLIMX HUHTEOAHUO, YeM nnauebo, ucnbiTbiBanu noboyHble addekThl, KOTopble,
ofHako, 0bbIYHO He NPUBOOUNN K NPEKPALLEHMIO NpUeMa npenaparTa.

PekomeHOauum npy BO3HMKHOBEHUM MOBGOYHBIX SIBIIEHUIA NPW NpreMe HUHTegaHuba — yMeHblueHue [03bl U NpepbiBa-
HWe Kypca Tepanuu Anst ycTpaHeHUst HebnaronpusTHbIX ABMNEHWUIA:
« BpemeHHoe npekpalleHue (0OCTaHOBKa) Tepanuu npernapaToM, 3aTem

* [MoBTOpHOE Havano ¢ cokpalleHHon Jo3on 100 Mr 2 pasa B eHb; U NpW YOOBMETBOPUTENbHON NEPEHOCMOCTU BE p-
HyTbCA K fo3e 150 mr 2 pasa B AeHb



* YmeHbleHne go3sl go 100 mr 2 pasa B geHb 6€3 npeaBapuTENbHOro NpepbIBaHNSA NEYEHUS;

+ CuMmnToMaTtuyeckas Tepanus (nonepamug B criydae anapeun, MeTOKNonpoMua UM oOHOAHCETPOH B Criyvae TOLUHO-
Tbl /NN pBOTHI).

* PekomeHpaumn no pexumy nutaHus

Pekomerdauyuu: HnHTegaHMb pekomeHOoBaH Ans nedeHnst nauneHTos IO (A, 1+).
TMupgheHudoH

MupceHnaoH sBnseTca nepopanbHbIM aHTUPUOPOTUYECKMM NpenapaTtoM C MHOXECTBEHHbIMU adydekTamn (peryns-
uusa NpodubpoTNYECKUX M NPOBOCMANUTENbHBIX KAackagoB LIUTOKUHOB, YMEHbLUEHWe nponudepaumnm ¢ubpobnactos um
cvHTe3a konnareHa) [67]. B uccnegosaHun ASCEND nnpdeHnaoH CyLecTBEHHO YMEHbBLUNIT YMCIO OOMbHbIX CO CHUXE-
Huem OXKEJ1 6onee yem Ha 10% 3a 52-HepenbHbIN Nepuoa [68].

B Hacmosiwee epemsi npenapam He 3apeaucmpupogaH e P®.

HemeaukameHTO3Hasa tepanua UND

HAnumenbHas kucnnopodomepanusi (QKT)

Ha cerogHs noka oTCyTCTBYIOT UCCIe40oBaHNs, HEMOCPEACTBEHHO M3yyaBLune ncnonb3oBaHme OKT y 6onbHbix ¢ U,
B ogHoM mccnepoBaHMM peTpOCNEKTMBHO CPpaBHMBANWM BbbkMBaeMoCTb B koropTe 6onbHbix WP, cpeaun kotopbix 27%
nonydanu OKT [69]. MHOrocakTopHbIA aHanu3 nokasarsn, 4To KUCNopon He MOBMUSAN Ha BbKMBAEMOCTb 3TUX OOSbHbIX.
HepocTtaTkom A4aHHOro MccrneaoBaHus SBMASETCS ero peTpocnekTMBHbIN ausanH. OnybnukoBaHbl HEKOTOPbIE AoKa3aTerb-
CTBa ynyulleHUs1 pU3NHECcKon TorepaHTHOCTU Ha dhoHe kucnopogoTepanun y 6onbHbIX ¢ runokceMmment nokos [70]. Koc-
BEHHblEe [oKa3aTenbCTBa O nonb3e kucnopogotepanuu npu WJIO ocHoBaHbl Ha OaHHbLIX, MOMYYEHHbIX B ABYX KPYMHbIX
paHOOMM3NPOBaHHbIX uccnegoBaHusax y 6onbHeix XOBJ1 ¢ runokcemuen (PaO, 55-60 mm pT.cT.), rae 6bino nokasaHo
AOCTOBEPHOE yny4lleHne BbbkuBaemocTun Ha doHe OKT [71,72].

Pekomerdayuu. BonbHble ¢ NP n knnHuveckun aHaunmon runokcemmen B nokoe (SpO, B nokoe < 88%; PaO; (155 mm
pT.CT.) AomxHbl nonyyatb OKT (C, 2++).

TpaHcnnaHmauyus e2kux

MaTuneTHAs BbKMBAEMOCTb 6onbHbIX ¢ MI1® nocne TpaHcnnaHTauum nerknx coctaensieT ot 50 go 56% [73,74]. B oa-
HOM U3 UccrneaoBaHun ¢ yyactuem 46 6onbHbix NP, HanpaBneHHbIX HA TPaHCMANaHTaUUIo NErknx, NPOAEMOHCTPUPOBAHO
CHWXEHMe pucka netanbHOro ncxoda B Te4eHWe 5 net nocne TpaHcnnaHTauum [75].

OTcyTCTBYIOT TOYHbIE AaHHbIEe O Hanbonee OoNTUManbHOM BpEMEHW TpaHCMnaHTaumm, XoT4 B LlesioM KpUTepum OCHOBa-
Hbl Ha AMdDY3NOHHON CNOCOBHOCTU NErkNX 1 NporpeccupoBaHun 3abonesaHus [76]. MNokasaHusa K TpaHcnnaHTaummn ner-
kux npu NJ1® npeactasneHsl B Tabnuue 6.

Takke ocTaeTcs HeACHbIM, eCTb Jn pa3Hunua B BbKMBAEMOCTU Noce TpaHcniaHTauun ogaHoro 1 000oux nerkmx [77].

Ta6nuua 6. NMNokasaHuA K TPaHcnNaHTauun nerkux npun namonatu4eCcKom nero4yHom (tm6p03e.

'mcTtonormdeckun nnun KT nattepH 06bI4HOM MHTEPCTMLMANBHOW MHEBMOHUN U OAMH U3 MPU3HAKOB:
* DLco Hmke 40% OT OOITKHbIX

* CHmxeHne OXXEJ1 Ha 10% 1 6onee B TeueHne 6 Mec HabnoaeHus

* CHuxeHne SpO; Hwke 88% BO Bpems 6-MWT.

» CotoBoe nerkoe Ha KT (cuet cnbposa > 2).

Pekomerdayuu: bBonbHbiM ¢ TP npy Hannyum nokasaHui AOIMKHA BbINOMHATLCA TpaHcnnaHTaums nerkux (C, 2++).

MBJ1 npu pa3Butun abixateribHON HeJOCTaTOYHOCTH

OnybnukoBaHO HECKONbKO HeGonbLMX uccnegosaHun MBI y 6onbHbix ¢ NP 1 gpixaTenbHOM HEAOCTAaTOYHOCTBIO, BO
BCEX MOmMy4vyeHa BbicOKasi BHYTPUOOMbHWYHAs neTtanbHOCTb [78-80]. B aTux mccrnefoBaHusix Obinv pasHble KpuTepuu
BKITHOYEHWS, HEKOTOpPbIE MCCNeaoBaHUs BKIoYanu 60NbHbIX C AblXaTerbHON HEAOCTAaTOYHOCTBI) HEYTOYHEHHOW 3TMOJIO-
rum [79]. B cuctemaTtuyeckom ob3ope VIBJT y 6onbHbix ¢ NP 1 gbixatenbHOW He[oCTaTOMHOCTLIO BHYTPUOONbHUYHASA

20



21

netanbHocTb coctaBuna 87% cpeau 135 onybnukoBaHHbIX HabnoaeHun [81]. ns HEKOTOpbIX BOMbHBIX MOXET BblTb On-
paBAaHa HeWHBa3MBHAas BEHTUNAUMSA NErkux ¢ nonoXxutenbHbiM AaBreHnem (B peakux cnydasax HBJT moxeT ncnonb3so-
BaTbCs KaK «MOCTVK» nepe TpaHCcnnaHTaunemn nerkmx).

PekomeHaaumn. BonblWMHCTBY 60MbHbIX C AblXaTeNbHOW HEAOCTaTOMHOCTbIO, 06ycnosneHHon UJT®, NBJ1 He gormkHa
NpPOBOAMUTBLCS, HO 3TOT METOA MOXET ObITb LienecoobpasHbiM Y HEKOTOPbIX 60NbHLIX (C, 2++).

Jle2zoyHasi peabunumauusi

lMporpaMMbl nieroyHor peabunuTtaumy BKMOYaT aspobHble N CUMOBbIE TPEHMPOBKKU, TPEHNPOBKU MMOKOCTKU, O0byyato-
LMe neKLumm, HYTPUTUBHYIO NOAOEPXKKY M NCUXOMNOrMYeckyo noMmoLb. HegaBHo nerovHas peabunutaums Obina nsyyeHa y
6onbHbIX M3J1. B 0BYX KOHTPONUPYEMbIX UCCIEAO0BaHUSAX fierouHon peabunutauum npm N1 npogemMoHCTpUpoBaHo yBe-
nn4eHne NPOMAEHHOro pPacCToAHUS, YMEHbLUEHUE CUMNTOMOB W MOBbILLIEHME KavyecTBa xu3Hu [82,83]. B apyrux HeKoH-
TPONMPYEMBIX MUCCMEOOBaHMSAX MOMyYeHbl aHanornyHble pesynbTaTtbl [84-86]. NonoxutensHoe BO3OENCTBUE NEro4YHONn
peabunutaumm moxeT OblTb 6onee 3Ha4YMMbIM Yy 60NbHBLIX C 6onee BblpaXKeHHbIM yXyAlweHneM yHKLUMOHANbHOro craTy-
ca [84].

PekomeHdayus. BonbluMHCTBY 6onbHbIX ¢ UIT® gomkHa npoBoaMTbCS NnerovHas peabunutaums (B, 1+).

Jle4yeHUe OCNOXHEHMN U CONYTCTBYHOLWMX 3aboneBaHUN

Tepanus nez2o04Holi 2unepmeH3uu

HaHHble o nevenun NI (KkoTopas obbIMHO onpeaenseTcs Kak nosbiweHne cpOJ1A > 25 mm pT.CT. Npu KaTeTepusaumu
npaBblx OTAeNoB cepdua) y 6onbHbix U1 Becbma orpaHuyeHbl. B uenom, Hanbonee o60cHOBaHHLIM METOAOM Tepanun
JII npu 3aboneBaHnaX Nerkux octaeTcs AnuTernbHas KMcnopogoTepanvs B AOMaLUHUX YCOBUSX. Y BOMbHbBIX C TSHKENon
NI, noaoTBepXOEHHOM NMpWU KaTeTepu3auun npasbiXx OTAeNoB cepaua (To ectb npu cpOfIA > 35 mMm pT.CT.), BO3MOXHa
npobHas Tepanusa npenaparamu, CO34aHHbIMU OIS NeYeHUs NeroyHom apTtepuansHon runepteHsun (JTAIN). B psage wnc-
cnenoBaHui y nauneHToB ¢ JII Ha poHe NJT® nokasaHbl NONoXUTENbHbIE 3PdEKTbI cungeHaduna — yny4lleHme neroy-
HOW remoguHamukun 6e3 yxyglweHus okcureHauum [87] n ynydweHve guctaHumm npu 6-MuHyTHOM TecTe [88,89]. Takke
€CTb AaHHble O MONOXUTENbHbIX ApdeKTax BHYTPUBEHHOrO anonpocteHona y 8 60nbHbIX (YNy4lueHne fiero4Hown remoau-
Hamukn) [90] n 6oseHTaHa (yBenuyeHne guctaHumu npv nposegeHun 6-MT n nosbiweHne kavecTtsa xu3Hu) [91]. Heob-
XOAMMbI crieuuanbHble KIMHNYeCckue nccrieqoBaHus npenapartos And nevenus JI y AaHHON kaTeropum 60MbHbIX.

Tepanust 2zacmpo3a3oghazeanbHol peghsIroKCHOU 60ne3HuU

CerogHsi nMmeloTCa cBMAEeTENbCTBa TOro, YTO MeANKaMeHTO3Has unu xupyprudeckas tepanvsa 'OPB nossonset ctabu-
nusnposaTb YHKUMIO nerkux [92,93]. B KpynHOM KOropTHOM MUCCrefoBaHUN NPOAEMOHCTPMPOBAHO, YTO UCMOSb30BaHUe
npenapaToB Ansa Tepanun MNOPB (MHrMBMTOPOB NpoTOHHOW NoMNbl Uy H2-6nokaTtopos) y nauneHTos UI1® accounmpoBa-
HO C MeHbLLEN BblpaXEHHOCTbLIO Nero4Horo mnbposa no AaHHeiM BPKT v nyywinm nporHo3om 6onbHbix [94]. Kpome Toro,
B 9TOM Xe McCrnefoBaHun Obino BbISBNEHO, YTO DyHAOMMMKAUMSA Xenyaka no HucceHy, koTopast yMEHbLUIAET He TOSbKO
KMCNOTHBIA PeriokC, HO U HEKUCNOTHBLIN pedriokc U MUKpoacnupauuio, Takke ynydllaeT BbDKMBAEMOCTb NauMeHToB
IO [95]. OgHako, perynspHbii MpUeM UHIMOUTOPOB NPOTOHHOM MOMIMbI ACCOLMMPOBAH C MOBbLILLIEHHBIM PUCKOM Meperio-
MOB Llevkn 6egpa n BHEOONbHUYHOW NMHEBMOHUM [96,97]. Mogudmkauma obpasa xu3Hn (NpremM MarnbiX MNOpuUni MULLK,
NoaAbEM FOfIOBHOMO KOHL@ KpoBaTu M Ap.) ABMASKTCS OnpaBAaHHbIMKM pekoMeHaauuammn ana nadueHtos IO ¢ cumnro-
mamu OP.

MoHuTOpUpOBaHUe KINMHUYECKOro TeyeHusi 3aboneBaHus

HabniogeHne 3a 6onbHbIMKM UITO HeobxoauMo AN akTUBHOIO BbISIBEHUS CllyvyaeB NpOrpeccupyloLlero TeYeHus 3a-
GoneBaHus, ANst OLEHKM AVMHAMUKNA CUMNTOMOB U BbISIBEHUST OCMOXHEHWIA Tepanuu.

MorumopupoeaHue npozpeccupoeaHusi 3aboneeaHus

MporpeccupoBaHue NP mMoXeT NposBAATbCS HapacTaHWEM pecnMpaTOPHOW CUMMATOMATWUKKW, CHUXEHUEM Fero4YHon
byHKLMK, ycuneHmem mnbpo3sHbix nameHeHun Ha KTBP nnu annsogamm ocTporo pecnmpatopHOro yxXyaLleHust.

Mpn OTCYTCTBMU APYrMX NPUYMH nporpeccupoBaHne MO onpeaensetca no nosisneHuto noboro s crnegyowwmx Kpu-
Tepues:
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* NnporpeccupoBaHme oapILLKKN (Npy 06 bEKTUBHOM OLIEHKE);

* NporpeccupyroLlee HeyknoHHoe cHxeHne ®XXEJ] (B abConoTHbIX 3HAYEHNSIX) MO CPABHEHMIO C UCXOAHBLIM YPOBHEM;

* porpeccupyloLlee HeyknoHHoe cHukeHne DLco (B aBCOMOTHBLIX 3HAYEHUsIX, C KOpPeKUuMen no remornobuHy) no
CPaBHEHWIO C UICXOAHbIM YPOBHEM;

* NporpeccupoBaHne gprbpo3sa unu HapactaHve oteka no KTBP no cpaBHEHMWIO C UCXOOHBIM YPOBHEM;

» obocTpeHus;

* CMepTb OT AblXaTenbHOW He4OCTAaTOYHOCTH.

B HeCKOmnbKMX KOFOPTHbIX KNMHUYECKUX UCCNEeAOBaHUAX NOATBEPXKAEHO, YTO CHUXEHME abContoTHbIX 3HaveHnn OXKEJ
Ha 10% (c ogHOBpPEMEHHLIM CHMXeHMeM DLco mnm 6e3) nnbo cHmxkeHne abcontoTHbIX 3Ha4YeHun DLco Ha 15% (¢ ogHo-
BpeMeHHbIM cHmkeHnem PXXEJ1 unu 6e3) aBnseTca cypporaTHbIM MapKepoM NeTanbHOCTU WU, NPU OTCYTCTBUW APYrnx
00BSCHEHNI, MapkepoM nporpeccmpoBaHnst 3abonesaHus [98,99]. MNMporpeccnpoBaHne BoMe3HM Takke MOXET oTpaxaTb
MeHbLuee (Ha 5-10%), Ho HeyknoHHoe cHkeHne OXKEJ [100]. B rpynnax nnauebo B HECKONbKMX KPYMHbIX paHAOMU3N-
POBaHHbIX KOHTPOMMPYEMbIX UCCEAOBaHUAX MOKa3aHo, YTo B LenoM B nonynsuum 6onbHbix UI1® ¢ ncxodHbiM nerkum
UNU YMEPEHHbIM HapyLleHWeM rnerovyHom QyHkuun cpegHerogosoe cHmxeHne OXKEJ1 coctasnsetr okono 200 mn
[101,102].

PekomeHayeTtca namepate ®XKEJ un DLco ang moHutopupoBaHusa TeveHmsa UJ1® B noBcegHeBHOM BpavyebHOM npakTuke
C nHTepBanom B 3—6 mec.

MoHumopupoeaHue cumMnmomose

BaxHo BbIsBUTE 6onbHbIX AJIP ¢ HapacTaHMeM KNMHMYECKMX CUMMNTOMOB, B NEPBYO ovepeab, oabiwku. [pn HapacTa-
HUM pecnMpaToOpPHON CUMNTOMATUKKN criegyeT OLEHUTb NPOorpeccupoBaHne 3aboneBaHns, U3MEPUTb OKCUITEHaLMI0 B NMOKOE
M MPU Harpyske 1 UCKMIYNTb pa3BUTUE OCIIOXHEHWUIA, Hanpumep Tpombo3a riyBoKNX BEH HKHUX KOHeYHocTen u TOJIA.

MOHumopupoeaHue OKcue2eHauyuu

OxkcureHauust ¢ NOMOLLBIO MyNbCOKCUMETPa AOMKHa OLEHMBaTLCS B NOKOE M Npu PrU3N4eCcKon Harpyske y Bcex 6omb-
HbIX BHE 3aBMCMMOCTM OT CUMMNTOMOB, OS5 BbISIBIIEHWS NOTPEBHOCTM B KUCIOPOAOTEpanun, Kak MCXOAHO, Tak U B npouec-
ce HabnogeHus. B uenom, gecatypauusa Huwke 88% BO Bpems 6-MT unu 9KBMBanNeHTHOro Harpy3o4HOro TeCTUpoBaHUS
ABMSETCA NoKa3aHueM K, kncnopogoTtepanuu [103]. Takne namepeHus crieqyeT BbINMOMHATE UCXOOHO M Yepes Kaxable 3—6
mMec HabnoaeHus.

MoHumopupoeaHue 0CJI0KHEeHUl U conymcmeyruux cocmosiHul

Y 6onbHbIx UITP MoryT pa3BuBaTbCA Takme conmyTcTByowme coctosHusd, kak JIT, TONA, pak nerkoro, BC, koTopble
BNUSKOT Ha BbbkMBaemMocTb. OOHAKO pPONib PYTUHHOIO CKPUHWHra AN OUarHOCTUKM 3TUX COCTOSIHUA M 3aboneBaHun y
6onbHbIX NP (Hanpumep, exerogHaa KTBP onsa paHHen AMarHOCTMKM paka fMerkoro) He nsyyeHa.

Mpun pas3BuTUKN BbICTPOro yXyAlWweHWs pecnMpaTopHbIX CUMNTOMOB criegyeT AymaTb O pas3BuTum oboctpenms AP npu

UCKITIOYEHUWN APYrMX NPUYMH Takoro yxyaweHus, Hanpumep TOJA, NTHEBMOTOpakca, pecnmpaTopHbIX MHAeKUMiA Unn ac-
nupaumu.
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Mmoccapun

MHuTepcTuumanbHble 3abonesaHua nerkux (U3J1) mnn andbdysHble napeHxMmMaTo3Hble 3aboneBaHWUA Nerkux
(AN31) — reTeporeHHas rpynna 3aboneBaHUN U NaTONOrMYECKNX COCTOSIHUIA U3BECTHOM M HEU3BECTHOW NpuUpoabl, Xa-
paKTEpPU3YHOLLAACa pacnpoCTPaHeHHbIM, Kak MpaBuiio, ABYCTOPOHHMM MOPaXXeHWEeM pecnupaTopHbIX OTAENOB NErkux
(anbBeon, pecnupaTopHbIX BPOHXMON).

MavonaTtuyeckme MHTepcTuumnanbHble nHeBMmoHun (UUM) — rpynna nHTepcTMumanbHbiX 3aboneBaHni NErkmx Hems-
BECTHOW 3TUONOMMN, CXOAHBIMU MPU3HAKaMM KOTOPbIX ABNAOTCA: NPEMMYLLECTBEHHOE MOpaXeHue UHTEPCTULMansHON
TKaHW, NPOrpeccupyoLwmn pudpos3npyoLLmni NPoLLecC B NErknx, CONpoBOXAALMINCA HapacTalLwen ¢ Te4eHNnem Bpe-
MEHW UHCMIMPATOPHON OABILLKON N PECTPUKTUBHLIMU HAPYLUEHUSIMU BEHTUNALNOHHON CNOCOBHOCTY Nerkux.

MavonaTtnyeckun nerovHbin ¢pmbpos (UNP) — ocobas copma xpoHmdeckon mporpeccupytollenn hunbposupyroLen
WHTEepCTULManbHON NMHEBMOHMUU HEN3BECTHOW 3TMOMNOMMMW; BO3HMKAET NPEMMYLLECTBEHHO Y NoAen cTapluero Bo3pacTta,
nopakaeT TONbKO NErkne u cBsidaHa C MMCTONOrMYECKUM U/MNN PeHTreHONOMMYEeCKUM NaTTePHOM OObIYHOW MHTEPCTULIUN-
anbHon nHesmoHuun (OUM).

O6blyHaA uHTepcTMLManbHaa nHeBMoHus (OWUI) - ructonornmyeckun nNaTtrepH, OCHOBHbIMW MPU3HaKamMmu KOTOPOro
ABnsieTcs Hanmume unbpobrnacTnyecknx HOKycoB, MHTEPCTULMANBHONO XPOHUYECKOro BOCMNaneHus, hmnbposa npemmy-
LLLECTBEHHO B 30HaX GPOHXMOMO-anbBEONSAPHLIX NEPEXOAOB, B noAnneBpanbHbix/napacenTanbHbiX 30Hax ¢ opmMupo-
BaHMEM «COT».

Ob6bI4yHaA MHTepcTUUManbHas nHeBMoHusA (OUI) — komnboTepHO-TOMOrpaduyeckun natTepH, 06bLeaNHALWMA pac-
NPOCTPaHEHHbIE ABYXCTOPOHHUE PETUKYNSPHbIE U3MEHEHWS, NPU3HAKN «COTOBOIO FEFKOrO» WM/MMN TPaKUMOHHBLIX BPOH-
XO3KTa30B C npeobrnagaHneM U3MEHEHUI B KOPTUKAmNbHbLIX U 6a3anbHbIX OTAenax nerkmx.

Hecneunduyeckaa nHtepcTuumansHaa nHeBmoHusi (HCUIM) — ogHa 13 popm namonatuyecknx MHTepCTULManbHbIX
NMHEBMOHMWI, XapaKTepu3yoLascs pasHO0OpasHbIMU TMCTOMNOrMYECKMMU U KOMMBIOTEPHO-TOMOrpadpmnyeckumm npusHa-
kamm co cxoxen ¢ UJ1® knnHnyeckom KapTUHOW, NOMOXNUTENbHBIM 3dEKTOM OT TMOKOKOPTMKOCTEPOMNAOB 1 Bonee bna-
ronpUsTHBIM NPOrHO30M.

OuckopaanTHasa OUM — popma OUN, Npm KOTOPON B pasHbIX y4acTKax NIEro4YHOWM TKaHW, NOfyYeHHbIX 45 TMCTOMOorn-
yeckon BepudmKaLum aMarHosa, BbisIBMISIOTCA pa3fvyHble NaTTePHbl MAMONATUYECKUX UHTEPCTULMANBbHBIX MHEBMOHUNA,
vaule Bcero — OUIM n HCUT. OuckopaaHtHas OUIM BcTpevyaeTcs NpMMeEpHO Yy 4YeTBepTh Becex nauuneHtoB ¢ UJTO n xa-
pakTepum3yeTcs NPOrHo30M, CXOAHbIM C TakoBbiM npu OUIT (T.e. meHee GnaronpuaTHeiM, Yem npu HCUIMT).
KoHkoppaHTHasa OUI — Hanbonee yactaa dpopma OUI, guarHoCTUpyeTCsi Ha OCHOBAHWUM CXOAHbIX (YHUOPMHBIX) r1Mc-
TOIOIMYECKMX NPOSIBNEHMI NPU BUOMCUMM HECKOIBbKUX Pa3NMYHbIX Y4aCTKOB FIEFOYHOW TKaHM.

CoTtoBoe nerkoe — (oOpMMPOBaHME B NIErOYHOM TKaHW BO3OYLUHbIX KUCT pa3mepom oT 2-3 go 10 MM, pacnonoXeHHbIX
cybnneBparnbHO U NMELLNX YETKO O4EPYEHHBIE CTEHKN.

TpakKunoHHble GPOHXO03KTa3bl — HEPABHOMEPHOE pacLuMpeHne NpocBeTOB GPOHXOB M BpPOHXMON, Bbi3BaHHOE CMOP-
LUMBAHMEM JIEFOYHONM TKAHW U pacTsbkeHWeM (Tpakumen) npocBeTa GPOHXOB NEFOYHOM TKAHW B pe3ynbTaTe nporpeccu-
pytowiero combposa.

PeTukynsipHble u3aMeHeHus1 — Ckmanormyeckun geHomeH npu BPKT, npeacraensiet cobomn ceTb U3 OTHOCUTENBHO TOH-
KMX NepekpeLLMBatOLLNXCS NMHUIA, KOTOPblEe MOTYT UMETb (POpMY KoJeL, MHOTOYroflbHUKOB MIKM NapanmnenbHbIX JIMHWA.

MaToBoe cTekno — ckuarnorudeckun dpeHomeH npu BPKT, koTopbli xapakrepusyeTcs YMEpPEHHO BbipaXXeHHbIM MOBbI-
LUEeHMEeM MMOTHOCTW NEroYHON TKaHW, Ha poHe KOTOPOro BUAHBI NPOCBETHI M CTEHKM BPOHXOB, BHYTPUIErOYHbIE COCYapl,
a TaKkKe oyarv n peTUKynsapHble N3MEHEHUS, NPU UX HANNYUN.

O6ocTpeHne UN® — HapacTaHne oabiwkn B TedeHne nocnegHux 30 gHeN 1 nosiBneHne HoBbIX BunaTepanbHbIX U3Me-
HeHun npu BPKT no Tuny «MaToBOro cTekna» W/umm KOHCONMAAToOB NPY UCKMOYEHUN OPYrMX anbTePHaTUBHbIX NPUYMH
(nHdekuns n ap.).

KombuHauus neroyHoro oubposa n amcmsemsol (KIId3, CPFE - Combined Pulmonary Fibrosis and Emphysema) —
CVMHOPOM, OOBbEeAMHSAIOWMNIA NPU3HaKN AByX 3aboneBaHun: neroyHoro ¢nbposa (MPeMmMyLLeCTBEHHO B HWXKHUX OTAenax
nerknx) n amusemMbl (NPeMMyLLLEeCTBEHHO B BEPXHMX AONISAX).
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Kpurepun (MHAUKATOPHI) OLIEHKH Ka4eCTBA MEeAMIMNHCKON MOMOILIM, OKa3aHHO! nauuenty UJID

I'pynna 3a060/1eBaHUii MM COCTOSIHUM
Koa/koapt no MKb-10: J 84.1

1. CoObITHiiHBIE (CMBICTIOBBIE, CO/IEPKATEIbHBIE, IPOIECCHBIE) KPUTEPHH KAavecTBa

- OnpeeneHa M TAKTUKA BEJICHUS OOJILHOTO, CIeTIaHbl HA3HAYCHHS na [ umu Her [
- [IpoBeneno mu obcnenosanue OBJ] 60apHOTO na [ i Her [
- [IpoBeneno mu obcnenoBanne BPKT 6omsHOTO na [ i Her [
- [IpoBeneHo nu 0OcaenoBaHKe OOTBLHOTO B JMHAMUKE na [ wim Het [

- anbl 1 peKOMEHAANHIO TT0 HA3HAYSHHIO JUTUTEHHON KICIOPOIOTEepaNy MaienTy ¢ runokcemueit (PaO, <55 mm
pT.cT. mu SpO, < 88%) na [ wau Het [

2. BpeMenHble KpUTEPHH KayecTBa
- [lomHOE OOCTenoBanMe He Mo3ke 10 CyTOK OT OOpaIieHus manueHTa na [ wnn Het U

- [IpoBeneHa 1 mMyabCOKCUMETPUS HE MO3KE 1 CYTOK OT MOCTYIJICHUS MauuenTta  Aa [ unu Het [

- KoHTponb cocTosiHus O0IEHOTO HE pexe, 4eM KaKIble 6 MecsIeB nma [ v mer [

3. PesynbTaTHBHBbIE KPUTEPHH KAaYeCTBA
- IMArHOCTUYECKUE UCCIIEIOBAHMUS BEIIIOJIHEHBI B [IOJTHOM 00BEME na [l uim Het [

- TaHbI JIM PEKOMEH/IAIMU TI0 TTPOBEACHHIO BaKIIMHALIMY OT TPUIINA WIH OT THEBMOKOKKOBOW MH(EKITUH
na [ nam met [

- IaHbI JI1 PEKOMEH/IAIMH 10 OTKa3y OT KypeHUs na [ unm Her [J

[opsiiok 00HOB/IEHNS KIIMHUYECKUX PeKOMeHAal Uil

OOHOBJICHHE KITMHHUYECKUX PEKOMEH AL TPOBOAUTCS HE peke 1 paza B 12 mecsiieB. OOHOBIEHHBIN BapUaHT KIIH-
HUYECKHX PEKOMEHalMi yTBepKIaeTcsa Ha 3acelaHuM MCIIOJIHUTENbHOro KoMuTeTa Poccuiickoro PecimpaTopHaoro o0-
IIECTBA.
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Pa3padoTunky KIMHUYECKHX PeKOMeHIauii

YyyanuH A.T.

Oupektop ®IrBY «HUW nynbmoHonormny ®MBA Poccuu, rmaBHbIi BHELWTATHbIV cneuuanncT
TepaneBT-nynbMoHonor Munsgpasa PO, akagemuk PAMH, npodeccop, 4.M.H.

ABpeeB C.H.

3aBeayoLWmnii KNMHUYECKMM OTAENOM, 3aMecTuTerb AMPEKTopa No Hay4yHou paboTte,
drbY «HUWM nynemoHonorum» ®MBA Poccun, npodeccop, 4.M.H.

AwncaHos 3.P.

3aBefyoLLMIA OTAENOM KIMHUYECKON (PU3NOMOrMN U KIMHUYECKNX NCCriegoBaHum
®rbY «HUWU nynemoHonorum» ®MBA Poccuun, npodeccop, 4.M.H.

BeneBckun A.C.

3aBsepnytowni kacegpown nynbsmoHonorun PHAMY um. H.U. MNMuporoea, npodeccop, 4.M.H.

Oemypa C.A.

AccucteHT Kadbeapsl natonormdeckon aHatommun nmenn A.U. Ctpykosa N'bOY BIO «[lepBbi
MIMY um. N.M. CeueHoBa» MuHagpaBa Poccuu, K.M.H.

UnbkoBuy M.M.

Ounpektop HAM nHTepctuumansHbix 1 opdaHHbIX 3aboneBaHuin nerkux, 3ae. kadeapon
nynbmoHonoruu ®rMO MNCr6 rMy um. akag. W.MN. NMasnosa gokTop mMea. Hayk, npod. M.M.
MnbkoBu4

KoraH E.A.

3aBepytowias kadeapon natonormdeckorn aHatommmn nmenn A.U. Ctpykosa Nr60Y BINO
«Mepebin MCMY um. .M. CeuyeHoBa» MuH3gpasa Poccun, a.m.H., npodeccop

CamcoHoBa M.B.

3aBepytowan nabopaTopun NaTonorM4eckon aHaToMmmn u ummyHornorum ®rey «HUA
nynsmoHornornn» ®MBA Poccun, a.M.H.

CnepaHckasa A.A.

Mpocbeccop, AoueHT kadeapbl PEHTreHONorMn 1 pagmaunoHHon meamunHel FBOY BIMO
ncrermy
um. WU.I. MNMaenosa MuH3gpasa Poccun, 4.M.H.

3aBepytowmn kacpegpon peHTreHonorum n paguonorum N6OY AMNO «Poccwuiickas
MeaMUMHCKasn akageMusi nocneamnioMHoro obpasoBaHusi» MUHUCTEPCTBA 34paBOOXPaHEHNS!

TwopuH U.E.
P P®, rmaBHbIN BHeLWITaATHbIN cneumnanucTt no nydesow anarHoctuke MuHsgpasa P®, npodeccop,
O.M.H.
3aBeaywowmin otaenom natonorum ®rey «HUM nynemoHonorum» ®MBA Poccum
YepHses AJL. Aytowd A ¢ y ? ’
npodgeccop, 4.M.H.
YepHsik B.A 3aBepytowmn kacpeapon KIMHUYECKOW annepronorni u nynsmoHonoruv N6OY AMNO
P o «MpkyTCcKas meguumnHckas akagemus nocrnegunioMHoro obpasoBaHusi», Npodeccop, 4.M.H.
YepHsik A.B 3aBenyowimii nabopatopuen yHKUMOHANbHBIX U YNbTPa3BYKOBbLIX METOAOB UCCNEA0BAHUS
P - ®IrBY «HUW nynbmoHonorumn» ®MBA Poccuu, K.M.H.
Wmenes E.W. 3aBepytownii otaenom anddepeHumnansHon anardHoctnkn LIHMAT PAMH, npodeccop,

0.M.H., 3acnyXeHHbl geaTenb Haykn P®
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