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Pa3paboTuuk KNMHMYEeCKOW pekoMeHaaumm

- Poccwiickoe pecnupatopHoe obLiectso

OpobpeHo Hay4yHo-npaktudeckum Coeetom MuHsgpasa PP

Cnuncok cokpalieHumn

mMRC - wkana Modified Medical Research Council Dyspnea Scale

A1AT - anbda-1-aHTutpuncuH (AAT)

AnAT - anaHMHaMunHoTpaHcdepasa

AcAT - acnapTaTammnHoTpaHcdepasa

ITT - ramma-rnyTammnTpaHcdepasa

OKT - anutenbHasa kucnopogoTepanus

OHK - nesokcnpuboHyknenHoBas kucnota

KT - komnbloTepHas Tomorpadusi

KTBP - komnbtoTepHas Tomorpadusi BbICOKOro paspeLleHms

MKB-10 - mexgyHapogHasi cTaTuctTmyeckas knaccudukauns bonesren 10-ro nepecmotpa

OEIJ - obLwasa eMKocTb nerkux

OOl - ocTaToYHbIN 06BEM NErkux

O®B: - 06beM hopcrMpoBaHHOIO Bblgoxa 3a 1-t0 CekyHay

OOE - dhyHKUMOHaNbHasa ocTaTouHas eMKOCTb

OXEJT - hopcmpoBaHHas Xn3HeHHas EMKOCTb MErknx
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XOBI - xpoHuyeckas ob6cTpykTnBHAA 6ONe3Hb nerknx
WKWK - lWndd-nogHas kmucnoTta

IgA - MMYHOrnoBynuH knacca A
TepMuHbI 1 onpeaeneHus

Anbda-1-aHTUTPUNCKH - UHIMBUTOP NpoTeas ceMencTBa CEPNUHOB, NPEUMYLLIECTBEHHOW MULLIEHBIO KOTOPOTrO
ABNAETCA HEUTpPounbHasa anacrasa.

Oedvumt anbda-1-aHtutpuncuHa (A1AT) - reHeTuyeckn geTepMmHMpoBaHHOe 3aboneBaHue, Bbi3BaHHOE
HegocTaToyHOCTbIO A1AT B CbIBOPOTKE KPOBW M MPOSIBISIOWLEECH B BUOE XPOHUYECKON OOCTPYKTMBHON G0OMnesHn
nerkux, amcusemMbl Nerknx, MOPaxeHUs NevYeHn 1 cocyaos.

HeliTpodunbHas anacrasa - pepMeHT LUMPOKOro CrieKTpa AeiCTBUS, KOTOPbIN pa3pyLuaeT 3NacTuH, KonnareH,
NPOTEOrNMKaHbI U OPYre KOMMNOHEHTbI AKCTPaLIeNoNAPHOro MaTpukca.

XpoHuyeckass 0BCTpyKTMBHAA OOne3Hb Nerknx - reTeporeHHoe COCTOsIHME Nerkux, Xapakrepusytolleecs
XPOHUYECKMMU PeCNMPaTOPHBIMM CUMNTOMaMM (OAbILKa, Kallerb, OT-XOXAEHNE MOKPOThI) U 060CTpPEeHMAMN 13-3a
nopaxeHusi OpIXaTenbHbIX NyTen (OpOHXMT, OpoHXMonuT) w/unu aneBeon (amdusema), KOTOpble BbI3bIBAKOT
nepcucTmpytoLlee, YacTo NPorpeccupytoLlee orpaHMieHe Bo3ayLLIHOro NoToka [2]

Eynna - BO34yLWHada NnosfioCTb C YHETKUMU POBHBbIMU TOHKMMW CTEHKaMU AnaMeTpoMm oonee 1 cm.

JlerouHas rVII'IepVIH(bﬂFILI,VIﬂ - nartoyiorm4yeckoe ysernmyeHue obbema BO34YyX, OCTakwerocd B nerknx nocne
CMOKOMHOro BblgoXa.

OcTtaTto4HbIn 06BbEM Nerkmnx - 06 bemM Bo3ayxa, KOTOpbIA OCTAETCs B NIErKMX MO OKOHYaHUM MOSHOro Bbl4oXa

d>yHK|_u/|0Haana9| ocTaTouHas eMKOCTb - 06bem BO34yXa B JNIEerknx n AblXxaTesibHblX NyTAX nocne CMOKOMHOro
BblaoXxa.

1. Kpatkasa vHdopmaumsa no 3aboneBaHuo UM COCTOAHUIO (rpynnbl 3a6oneBaHUN UNU COCTOSAAHUN)

1.1 OnpeneneHune 3aboneBaHUA UNn cocTosiHuA (rpynnbl 3aboneBaHWUn NN COCTOSAAHUN)

OMdpusema nerkmx - CUHAPOMHOE NMOHATME, XapaKkTepuayLleecs HeoOpaTMMbIM YBENTMYEHNEM BO3AYLUHOMO
NMPOCTpaHCTBa [AuCTanbHee TepMUHarnbHbIX OPOHXMOM, aCCOUMMPOBAHHOE C [OECTPyKUWen CTEeHOK anbBeor,
HecBsi3aHHoe ¢ punbposom. [1]

1.2 3Tnonorus n natoreHes 3aboneBaHUs UM COCTOAHMUA (rpynnbl 3a6oneBaHUn UM COCTOAHNUN)

B dopmupoBaHnM amMpmr3eMbl y4acTBYIOT pasfnnyHble KNEeTOYHbIE M MOMEKYNsipHblE MEXaHU3MbI, KIOYEBYHO
pofb Cpeau KOTOPbIX UrpaeT NpoTeasHo-aHTUNPoTeasHbIn ancbanaHc, Bbi3blBAOLWNA 4ECTPYKUMIO 3M1acTU4ECKOro
Nero4yHoro kapkaca [8].

YBenvyeHne NpoTeonmnTMYECKon akTMBHOCTU B NErKMX MPOUCXOOUT B pe3ynbTaTe XPOHMYECKOro BocnaneHums
U Murpaumm makpodaroB U HeWTpouroB C BbIOPOCOM MNPOTEONUTUYECKMX (DEPMEHTOB - CEPUHOBBLIX W
LUMCTEHUHOBLIX MNpoTeas3, a Takke MaTPUKCHbIX MeTannonpoteuHas. Haubonee w3ydyeHa ponb CEPUHOBLIX
npoTenHas, npexae BCEro HenTpodurbHOW 3anacTtasbl - (epMeHTa LUMPOKOro ChekTpa OeWCTBUS, KOTOpPbI
paspylwaeT 9nacTuH, kKomnareH, (UOPOHEKTUH, TNaMWHWH, NPOTEOrNUKaHbl W  OpYyrMe  KOMMOHEHTbI
aKkcTpauennonspHoro  martpukca [9]. BbigeneHve  HenTpodmnbHOM  anacTtasbl M3 HenWTpodmnoB B
JKCTpaLEenmnonsapHOe NPOCTPaAHCTBO MPOUCXOOUT MO BIUSHWEM PasfnuyHbIX CyOCTaHUMIA - MPOBOCNANUTENbHbLIX
uutokuHo (UJ1-8, PHO), nunononucaxapmaos, parmMeHToB GakTepmnanbHOW CTeHkM [1].

HepocTtaTok MHrMGMTOPOB NpoTeas BO3HMKaeT NMBOo BCNEACTBME reHeTUYEeCKN AeTePMUHUPOBaAHHOTO AedekTa
CUHTE3a Unu cekpeumn (BpoxaeHHbIn 4eduumnT anbda-1l-aHTUTPUNCKHa), NGO M3-3a Ype3MepHOW de3akTuBaumn
NpPOoAYKTaMM OKCUAATMBHOIO CTpecca.



Mpn XOBJ1 ancbanaHc B cucteme "npoTeasbl-aHTUNPOTeasbl" pacueHnBalOT B TOM YUCE Kak crieacteue
BOCManeHusl, "HAyLMPOBaHHOIO UHransuMoOHHbIM BO34ENCTBMEM NOBPEXAALWMNX BELLECTB (CUrapeTHOro AbiMa).

Anbda-1-aHTUTPUNCUH - MHIMOUTOP npoTeas cemencTBa cepnuHOB (serin protease inhibitor - serpin),
NpeMMyLLLECTBEHHON MULLEHBID KOTOPOro BNAeTCca HeuTpodwunbHas anactasa [7, 8]. eH, oTeBevarowun 3a
npoaykumo A1AT, Hocut aBa HasBaHusa - SERPINA1 (aHrn. serpin peptidase inhibitor, clade A), unu Pi (proteinase
inhibitor) n pacnonoxeH Ha 14-1 xpomocome (14932.1) [10 - 12].

Bce annenu knaccudpuumpyrotca B 3aBUCMMOCTM OT MNa3MeHHOW KoHueHTpauum mn csonctB A1AT Ha
cnepywowme Tunbl [9]:

- HOpMarnbHbIe annenu, oTBeTCTBEHHbIE 3a BbipaboTky A1AT ¢ HOpMarnbHbIMW CBOUNCTBaMU U B JOCTAaTOYHOM
KONM4ecTBe;

- AeduunTHBIE annenu, Npu KOTopbixX BelpabaTtbiBaeTca HegocTatouHoe konudectso A1AT;
- Hynesble annenu, npu kotopbix A1AT B KPOBM MOMHOCTLIO OTCYTCTBYET;

- annenwu ¢ HapyLleHmem pyHKLMMU, NPy KOTOPbIX konmdecTBO A1AT He OTNMYaeTCsl OT HOPMbI, HO OH HE MOXeT
BbIMNOSMHATE CBOM OYHKLUN.

[Ona anddepeHUMpPOBKN pasnnyHbIX reHeTudYeckux sapnaHToB Monekyn A1AT nNCnonb3yoT Ux NOgBUXKHOCTb
npyn anektpodopese, obosHavaa Oykeamu ot "A" go "Z". Annenu HacnegylTca no KOAOMUHAHTHOMY Tuny,
cneundudecknn peHotun A1AT onpegensdetca asyms annenamun. Hambonee pacnpocTpaHeHHbIM HOPMarnbHbIM
deHoTUnom sBnsetcs Pi*MM (cpegHsist NoABUXKHOCTL), onpeaensemein y 95% nvu eBponeovgHon pachb [9].

Oedovumt A1AT 06blMHO BO3HMKAeT B pe3ynbTaTe HacrnedoBaHus ABYX Ae@UUUTHBLIX annenemn.
[[eTepo3nroTHoe HOCMTENBLCTBO AEULUTHOrO annerns Ckopee MOXHO paccMaTpuBaTh Kak NpeapacnonoXeHHOCTb K
pa3BuTKIO Natonorum [13, 14].

K OCHOBHbIM AedUUNTHBIM annensamMm OTHOCATCA BapuaHTbl S n Z, npu kotopbix A1AT nonumepusyeTcs,
3aJepKvMBaeTCs B NEYEHN 1 NOCTYNaeT B KPOBb B KONMMYECTBE, COOTBETCTBEHHO, 40 - 60 1 10 - 20% oT Hopmbl [9].
MopaBnstowee GONbLUINMHCTBO Cry4aeB KMMHMYECKM 3Hadmmoro aedmumta A1AT passuBaeTca npu deHotune ZZ
(96%). S-annenk NpMobpeTaeT KIMMHNYECKOE 3HaYeHme Npu codyeTaHmmn ¢ BapuaHtamu Z unn QO (Hynesas annenb)
[15-17].

B ycnosusax gedumumta ATAT NpoucxoguT HEKOHTPONMPYEMOE MOBbILLEHWE aKTUBHOCTU MPOTEONUTUYECKNX
bepMeHTOoB, MNpexae Bcero HeUTpoUNbHOW 3nacTasbl, B pesynbTaTe 4vero anacTudecknme BOMOKHA WU apyrve
CTPYKTYPbl SKCTpaUEnmonsgpHOro MaTpuKca HWXKHUX OTAENOB AblXaTenbHblX MyTerW nogseprawTcs MeaneHHowu
OecTpykuun. OTO NPUBOAUT K NMOTEPE 3MAaCTUYHOCTU NEroYHOW TKaHW, PasBUTUIO OOCTPYKTUMBHBIX HapYyLUEHWUA U
amMdpun3embI.

Anbga-1-aHTUTpUNCKH obnagaeT BaXXHOW NPOTMBOBOCNANUTENBHON U MUMMYHOMOZYNPYIOLLEN aKTUBHOCTLIO
- BNUAHWEM Ha UMTOKMHOBLIN NPOunb, MUrpaumio nNenkounTos, akTmsaumioo 1 nponudepauumto T-nmMmdoumTos,
He4OCTaTOYHOCTb KOTOPON BHOCUT CYLLECTBEHHbIV BKag B pasBUTME KIMHUYECKUX nposiBneHun geduuuta A1AT
[18].

BaxHylo ponb B nospexgeHun nerkoro npu geduuymnte A1AT wurpaet kypeHvne. CurapeTHbIi AbiIM MOXET
OOMONHUTENBHO YCunuBaTh nonuMmepusauumio monekyn A1AT, HapyLlaTb CUHTE3 dnacTuHa B Nerkmx, NoaaepXusaTb
HenTpodunbHoe BocnaneHue [19, 20].

Momnmo HapylwleHuna OanaHca B cucteme npoTeonn3-aHTUNpPoOTeOsIn3 B KadeCcTtBe BO3MOXHbIX
natoreHeTnM4eCkKnx MexaHu3mMoB 3M(*)I/I3€Mb| Nerknux paccMmaTtpmBardT nofdaBlfieHMe aHrmoreHesa B JIE€rkux,
HapywieHune GanaHca Mexay nospexneHuem u pereHepaLwle|7| napeHXmMbl Nerkunx, ayToMMMyHHbI€ peakuun B
aaneonﬂpHon TKaHU N Kannnnapax nerkux, yCKOpeHHbIVI anonTog, NnoBblleHne BHYTpUaunHapHOro gasneHuna [1]

BonblwnHCTBO cnyvaeB amdusdemsbl nerkux csaszaHo ¢ XOBJ1. Kpome Toro, y KypunbLUMKOB C Hanuynem
pecnmpaTopHbIX CUMATOMOB, HO He uMmetowux guarHoda XOBJ1, amdusema BbisBnsnacek B 52% cny4vaes [21].

1.3 dnuaemmnonorusa saboneBaHUA UNu cocTosiHUA (rpynnbl 3a6oneBaHUn UM COCTOAHNUN)

Mo gaHHBIM MeTaaHanusa, amdusema BCTpeyaeTcs Y B3pocnoro HaceneHuns ¢ yactoron 0,5 - 5,7% [3].



B kpynHbix anuvpgemuonormdeckux uccneposaHusix CLUA cpegm Genoro HaceneHnus guarHo3 amdusembl
ycTtaHoBneH y 3,5%, a xpoHuyeckon obcTpykTuBHon 6onesnn nerkmnx (XOBI) - y 6,3% obcnegoBaHHbIX [4].

TouyHas pacnpocTpaHeHHOCTb Aaeduumta ATAT B GOMbLUMHCTBE NOMNYMNSAUUA HEM3BECTHA, Y MHOIMX JUL, OH
OCTaeTcsi HeMarHOCTUPOBAHHbIM.

Mo gaHHbIM EBponenckoro neroyHoro ¢oHaa, B ctpaHax EBponbl pacnpoctpaHeHHOCTb Aeduumta ATAT
BapbupyeT B npegenax 1 k 1800 - 2500 HoBopoOXAeHHbLIM, YTO cocTaBnseT nopsagka 125 Toic. Yenosek [5,6]. B
cny4variHon BbIOOpKE PYCCKMX M3 pasnu4yHbIX ob6nacren eBponenckon Yactu Poccun yactoTta Z-annenu konebanacb
ot 0,3 o 1%, 4yacrota S-annemu - ot 0,2 go 1,5%. MNo pacuetam, B eBponerickon vyactn PP okono 17,7 ThbiC.
FOMO3UIOTHBIX UMW KOMMNAyHA-reTePO3UrOTHBIX NKL, NO S- unu Z-annenu, a Takke 2,6 MnH. Hocutenen. B asmaTtckon

YacTu aTu uMdpbl coctasnsaoT 1,2 Toic. n 500 Thic. cOOTBETCTBEHHO [7]. OaHako cyauTb o YacToTe Aeduunta A1AT
B POCCMINCKOM NOMyNSUUN Ha8 OCHOBaHWM 3TUX CBEAEHWIN HE NPEeACTaBNAETCA BO3MOXHbLIM.

1.4 Oco6eHHOCTU KOAMPOBaHNA 3a6oneBaHUSA UITU COCTOAHUSA (TPyNNbl 3ab6oneBaHUM UM COCTOSAHUN)
no MexayHapogHOW cTaTUCTMYECKOW Knaccudukaumm 6onesHen n npodnem, CBA3aHHbIX CO 340POBLEM

J43 Omdusema

J43.0 Cungpom Mak-Jleoga

J43.1 MNMannobynsapHasa amdusema

J43.2 LleHTpnnobynspHas amdusema

J43.8 [pyras amcumsema

J43.9 Omdpunszema HeyToUHEHHAS

1.5 Knaccudukaumus 3aboneBaHusi UM COCTOAHMA (rpynnbl 3a6oneBaHUM UM COCTOAHUN)
B 3aBMCMMOCTM OT 30HbI MOpaXeHWsl auMHyca BbIAENSIOT creayoLwme Tunbl aMdmaems (Tabn. 1):
- LeHTpmaLumHapHas (ueHTpunobynsapHas),

- napacenTarnbHas,

- MaHauvHapHas (naHnobynsipHas).

B otgenbHyio dopmy BbigensioT OynnesHyio amdulemy, XapakTepu3ylollylocs pasBUTUEM Y4acTKOB
OecTpykuun pasmepom 6onee 1 cMm, KoTopas MOXET OblTb MCXO40M MO0 POoPMbI SMEPUIEMBI.

Tabnuua 1. Knaccndukauus amdpusemsl

XapakTepucTunkm LieHTpraumHapHas MaHaumHapHas MapacenTansHas

Mopdonormnyeckume paclumpeHue OecTpykuus anddysHoe
LeHTpanbHbIX OTAENOB | MEXarnbBeONApPHbIX paclimpeHme auuHyca,
aumHyca - | neperopoaok, cnusHue
pecnmpaTopHbIX BblpaXKeHHOe BHYTPUOOMNBbKOBbIX
BGpoHxmon W | paclumMpeHue auuHyca, |CTPYyKTyp B eAuHoe
MexXanbBeOonsapHbIX noteps  HOpPMarnbHOW | BO3AYLLHOE
XOA0B aHaToMuyeckon NMPOCTPaHCTBO

CTPYKTYPbI JTErKUX

JNokanusauus BepxHue gonu, | HmxHue ponu, | CyénnesparnbHo
N3MeHeHuNn LeHTpanbHble oTaensl | AnddysHoe
nopaxeHue
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BPKT-npusHaku JlokanbHble yyacTtku | O6LnpHbIE 30HbI | [lokanbHble  OKpyrMble,

NpPOCBETNEHNS 6e3 | NOHWXEHHOWN NMOTHOCTU | YEeTKO OYepYEHHbIEe
BMOUMBIX CTEHOK 6e3 BUAOMMBIX CTEHOK, | y4acTKU MPOCBETNEHUS
obeaHeHune C TOHKMMK (< 1 MM)

COCyancCToro pucyHka CTeHKamMu

MpuymHbI CurapeTHbin gbiM Oedunumnt A1AT, | CurapeTHbiii ObIM,
curapeTHbIN OblM nanonTmnyeckas

Oecdvumt A1AT pasgensioT Ha cneayowme KIMHUYeCcKue TUnbl:

- pecpyunt A1AT ¢ npenmyLLecTBEHHLIM NOPaXXeHNeM renatobunmapHoOn CUCTEMBI;

- nedumumt A1AT C NnpeMmyLecTBEHHLIM NOPaXXeHNneM AblXxaTeNbHON CUCTEMBI;

- pedpyrunt A1AT ¢ coveTaHHbIM NOpaXeHNeM Nerkmx 1 NeyYeHu.

1.6 KnuHnyeckas kapTuHa 3aboneBaHMA UNN COCTOSIHUA (rPynnbl 3a6oneBaHM UM COCTOSIHUN)

KnnHnyeckne cumMmntombl CO CTOPOHDI OblXaTenbHON CUCTEMBbI npu smcbwseme nerknx HeCI'IeLI,VId)VI‘-IHbI.
OCHOBHblE CMMMTOMBI - 3TO OAbILKA U CHUXEHNe nepeHoCnMoCTun CbI/I3I/ILIeCKI/IX Harpysok.

MepBbiM NposiBNeHnem amdursembl (0cobeHHO B criyyae napacenTtanbHON IMEU3eMbl) UMM OCNIOXKHEHUEM YKe
n3BeCTHOro 3abonesaHns MOXeT ObITb CMOHTaHHbIA MHEBMOTOPAKC [22].

Kak 1 npu 6onblUMHCTBE APYrnx HAcneACTBEHHbIX 3aboneBaHun, KnnHnyeckne nposienenns gaeduumta A1AT
CUIbHO BapbypyloT 1 3aBUCAT OT (DaKTOPOB OKPY>KaloLLEen cpeabl.

Cpeau knuHnyeckmx npossneHun gedpuumnta A1AT y B3pocnbix npeobnagatoT nerovHsle PopMbl. TUANYHBIMK
nposiBneHnsimun 3abonesaHusa asnsawTca amdusema, XOBJ, peunamsmpytowne 6poHxXmTbI, GPOHXO0OCTPYKTUBHbIN
CMHOPOM C COOTBETCBYIOLUEN KIMHWYECKOW CMMMNTOMATMKOM - Mporpeccupylowias ogpllika npu usn4eckon
Harpyske, ann3opl CBUCTALLEro AblXaHus, Kallernb, NpoayKumsa MOKpoThl [23 - 27].

Y nauueHtoB ¢ XOBJ1 Hannumne BbipaxeHHoOW amdumsembl nerkux no KTBP accouuupyeTcs ¢ Gonbluen
CMEPTHOCTbLIO U MPOrpeccnpoBaHNEM OCHOBHOrO 3abonesaHus [28].

Pag nuy ¢ geduuutom A1AT MMeoT HOpMarnbHble nokasaTenu YHKUUWU FEerkux Ha MOMEHT MOCTaHOBKM
anarHosa. TO4YHbIV NPOrHo3 (Npy ecTeCTBEHHOM TeYeHUW 3aboNneBaHWs) y AaHHbIX WHOVMBMAYYMOB HEW3BECTEH.
OpHako ecTb AaHHble, NoATBepXKAaloLmne HopMarnbHY BbKMBAEMOCTb Y HEKYPALNX Nuy, ¢ PiZZ-eHoTunom [29].

Hanbonee pacnpocTpaHeHHOoN NPUYMHON CMepPTH Y NaumeHToB ¢ geduumtom A1AT aBnsieTcs AbixaTenbHas
HeJoCcTaTovHOCTb (45 - 72% cmepTen), 3aTem cnegyeT uuppo3s nedenu (10 - 13% cmepTten) [30, 31].

2. inarHocTMKa 3aboneBaHMsA NN COCTOAHMA (rpynnbl 3aboneBaHU UMM COCTOSAHUMIA) MeAULIMHCKUe
nokasaHusi U NPOTUBONOKa3aHUsA K NPUMEHEHUIO MeTOAOB ANarHOCTUKM

KpnTepun yctaHoBneHus 3abonesaHus:

BonblWKHCTBO crnyyaeB 3aMpU3EMbl NErkMx accouuMmpoBaHO C KypeHuem u Hanudmem XOBIJ, uTto
obycnosnuBaeT HeobxoaMMocTb obcnegoBaHwe Ha nNpeameT HanuMuus AaHHOro 3aboneBaHWs y BCex nuvy C
amMdpumsemon.

OnarHoctunyeckme mapkepbl gedpuumta A1AT cymmupoBaHel B Tabn. 2 [9, 32].

Tabnuua 2. AnarHoctnyeckne mapkepbl gecpuunta A1AT

HDOFIBJ'IeHI/IFl CO CTOPOHbI OpraHoB AbliXaHuaA HDOFIBJ'IeHI/Iﬂ CO CTOPOHbI ApYyrnx opraHoB 1
cucrem




PaHo Bo3HuKwas amdusema (B Bo3pacte Ao 45
ner)

OMdmsema rerkMx B OTCYTCTBME W3BECTHbIX
(hakTopoB pucka (KypeHue, Mpou3BOACTBEHHOE
BO3ZENCTBUE NbInu 1 ap.)

OMmdpmnsema ¢ NpenMyLLecTBEHHBIM NOpPaXxeHNem
6aszanbHbIX OTAENOoB

Bones3Hb neyeHn HesiCHOM aTnonornm
HekpoTunanpylowmin naHHUKYNuT
ANCA-accouMmMpoBaHHbIN BaCKynnT

Hannune B cemenHoMm aHamHese amdusembl
nerknx, OpOHX03KTa30B, OGonesHu neyeHwu,
NMaHHWKyNMTa nMbo noATBepXAeHHbI AeduuunTt
A1AT y KpOBHbIX POACTBEHHMKOB (OCOBEHHO Y

Passutme XOBI1 y nuy monoxe 40 net u/unu co
CcTaxeM KypeHus meHee 20 nayek-net
BpoHxoakTasbl HesICHOM 3TMonormm
OpoHxmanbHasi actMa C YCTOMYMBBIM K Tepanuu
HapyLieHneM YHKLUUKN Nerkmx

BpaTbeB u cectep)

Komnnekc mnccnegoBaHUin Ans gMarHOCTUKK
JlabopaTtopHasa gnarHocTumka).

HeJocTaToOYHOCTM anbdal aHTuTpuncuHa (cMm B pasgene 2.3.

2.1 XKano6bl n aHaMHe3

- Mpu cbope aHamHe3a y nNauueHTOB C amun3eMon nerknx, BCeM nauMeHTam pekoMeHAyeTCsi OLueHuBaTb
Hanuume ofblwkn no wkane MMRS (npunoxeHnune 1), Kawns, NpPoAyKLUUM MOKPOTbI, XpUMNOB B rpyau, Bo3pact
AebloTa KIMHNYECKNX NPOSBIIEHN, YTOYHATb Hannyne naTonorum gbixatenbHon CUCTeMbl (3M@U3eMbl) U NeYeHn y
KPOBHbIX POACTBEHHWKOB, @ Takke OLEeHUBaTb aHaMHe3 KypeHus C pacyeToOM MHAEKCA KypsLero Yyenoseka (navek-
neT) ANs UCKNIOYEeHNs NOTEeHUManbHbIX NPUYNH aMursemsl nerkmx [33].

YpoBeHb ybeauTenbHocTU pekoMeHgaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNnbCTs 4).

KommeHTapun: KnuHnyeckme nposiBNeHns Ha4YMHaloTCA, Kak MpaBuno, B cpeaHem Bo3pacte (32 - 41 rog), XxoTs
onucaHa 3HauuiTenbHas BapuabenbHOCTb BpemeHu ux gebiorta [9, 34 - 36]. Ha ckopocTb pasBuTUSA U TSXKECTb
nopaXeHus NerkmMx CyLLeCTBEHHOE BIUSHME OKa3bIBalOT PS4 BHELHUX (B MEPBYI0 ovepeb KypeHne) N reHeTUudecknx
aktopoB. OgHako nuua ¢ HegoctatovHocTbio ATAT moryT 6onets XOBJ1 gaxe npu OTCYTCTBUWM KypeHus B
aHamHese.

Y nauueHtoB XOBJ1 ¢ geduuntom A1AT no cpaBHeHuto ¢ GonbHbiMM XOBJ1 6e3 Hero Gonee BbipaxeHa
OAbllIKa, XYyXKe KayeCTBO >KU3HM W (yHKUMOHanNbHble nokasatenu [37]. K daktopam pucka ObICTporo
nporpeccupoBaHma XOBJ1 y nauneHtoB ¢ geduuntom ATAT OTHOCATCH KypeHue, NpUHaONexXHOCTb K MY>XCKOMY
nony, 0eblT knuHnyeckux nposisrieHun B Bo3pacte 30 - 44 net, O®PB1 B nHTepBane 35 - 79% OT OOIMKHOrO,
oTpuuaTtensHasa npoba ¢ GPOHXONUTMKOM U HU3KMIM ypoBeHb A1AT.

- Bcex naumenToB ¢ gecpmuutom A1AT HesaBMCMMO OT BO3pacTa pekoOMeHAyeTCs paccrnpalimMBaTth O HanMuum
CMMMNTOMOB CO CTOPOHbl renatobunuapHon cucTembl ANA UCKIIOYEHUS NaTofiormm NeYeHn W Xen4vyeBbiBOASLUMX
npoTokoB [38 - 40].

YpoBeHb y6eamTensHoCT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKas3aTenbCTB 5).

KomMmeHTapuu: Y HeKOTOpbIX NaLMeHToB 6e3 Npu3HakoB paHHero 3aboneeaHns nedeHn BO3HUKAET HapyLleHne
byHKLMKN NeYeHn B NMOAPOCTKOBOM BO3pacTe U no3xe. [NopaxeHne nevyeHn BO B3POCOM BO3pacTe NposiBrsieTcs
MEJIKO- U KPYMHOY3MOBbIM LIMPPO30OM 1 HacTO NPUBOAUT K Pa3BUTUIO renatouesIioNAapHON U XONaHMMOLENTHONAPHON
KapuunHombl [38 - 40].

2.2 dusukanbHoe obcnegoBaHue

- Bcem nauueHTam pekomeHgyeTcsi npoBedeHme obwero gunsmkansHoOro ocMoTpa. [1]

YpoBeHb y6eanTensHocTn pekomeHgaunii C (ypoBeHb 4OCTOBEPHOCTU A0oKa3aTenbCTB 5).

Mpu dwusmkansHomM o06CNegoBaHMM NaUMEHTOB C 3MAU3EMON TNerknx, kak MnpaBuio, BbICNYLUMBAETCS
ocnabneHHoe [bixaHue npu ayckynbTauuM M KOPOOOYHBbIV 3BYK MpM MEPKYCCUM, MOXET onpenensdrbcs
napagokcarnbHbIi Nyrbe. K xapakTepHbIM KOHCTUTYLMOHANbHLIM YepTam TakuX NauMeHTOB OTHOCHATCH CHUKEHHBIN

nHOEeKC macchl Terna, 6o4koobpasHasn rpyaHas KrneTka ¢ ropM3oHTarnbHbIM pacnonoxeHuemM pebep, CriaXXeHHOCTb
MexXpebepHbIX NPOMEXYTKOB, LLUMPOKWI anuracTpanbHbiv yron [1, 41].



Mpu npoBedeHuMU U3MKaNbLHOrO OCMOTPa Yy NauMeHToB C nogo3peHneM Ha peduuut A1AT Heobxoammo
Takke obpallaTte BHUMaHUE Ha COCTOSIHME renaTtodumnapHoOn CUCTEMBI U KOXHBIX NOKpoBoB. [MNpu geduuunte A1AT
C NPEeVMYyLLEeCTBEHHBIM MOPAXEHNEM NMEYEHN MPU OCMOTPE MOTYT ObIThb BbISIBIIEHBI MPU3HAKM LUPPO3a NeYEHMN.

OgHMM 13 KnuHMYeckux nposisneHun aecdpuumta A1AT gaBNSeTCA HEKPOTU3MPYIOLLMN MaHHUKYNUT, OnS
KOTOPOro xapakTepHO NosABMEHMe MNOAKOXHbIX Y3MOB HA 00nacTn Aroguy, HUXHEN 4YacTy KMBOTA, NPOKCUManbHbIX
OTAENOB KOHEYHOCTEN.

- Y BCex nauMeHTOB C aM(U3EMON NErkUX PEKOMEHAYeTCs UCNOMb30BaHUE MyNbCOKCUMETPUUN AN OLEHKU
HacblLweHusa remornobuHa kucnopogom (SpOz) [42].

YpoBeHb ybeanTenbHOCTM pekoMeHgaumi B (ypoBeHb JOCTOBEPHOCTU JOKa3aTENbCTB 2).
2.3 llabopaTopHble guarHocTu4Yeckue uccrnenoBaHus

- MauueHtam c amdusemoin nerkux npu 3HadeHum SaOz < 92% no AaHHbIM MyNbLCOKCUMETPUM
peEKOMEHAYeTCsl UCCNefoBaHUE KUCIOTHO-OCHOBHOMO COCTOSIHUSI M Fa30B KPOBW AN OLEHKU BbIPaXEHHOCTU
runokcemum [42].

YpoBeHb y6eamTensHOCT pekoMmeHaauuii A (ypoBeHb JOCTOBEPHOCTU J0Ka3aTenbCTB - 2)

- MaumenToB ¢ XOBJ1, ocobeHHo npu aebtoTe 3aboneBaHnsi B Bo3pacTe < 40 neT, cTaxe KypeHus < 20 navek-
net, amcunsemato3Hom (beHoTUNE, C NMPEeUMYLLECTBEHHBIM PacnosnioxXeHnem amdpusembl B GasanbHbiX oTaenax
pEKOMEHAYEeTCS KOMMMEKC NCCrefoBaHNA ANng AnarHocTukn HegoctatovHoctn A1AT (B03.019.012) [9, 23, 39, 40]

YpoBeHb yoeamTensHoCcT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKas3aTenbCTB 5).

KommeHTapuun. PaHHee BbisiBneHne geduumta A1AT no3BonuT npeaynpeanTtb Bo3gencTeme hakTtopoB pucka
(KypeHve 1 gp.) 1 MOHUTOPMPOBATL COCTOSHME NaUMEHTa.

- Bcem naumeHtam c nogospeHuMeM Ha HacnenctBeHHbli gedouunt A1AT pekomeHpyeTca onpegeneHve
aKTUBHOCTM anbda-1l-aHTuTpuncuHa B kposu [9, 23, 39, 40]

YpoBeHb ybeauTenbHocTM pekoMmeHgaumin C (ypoBeHb AOCTOBEPHOCTY AoKa3aTensCTs 4).

KommeHTapun. B ycnoBusx P® ontumanbHbiv sABnsietcs onpegeneHne yposHs A1AT  metogom
UMMYHOTYPOMAMMETPUM, MPU KOTOPOI HOpMarbHbIMU 3Ha4YeHUsiMM A1AT B cbiBOpoTke kpoBu ByayT cumTatbes 0,9 -
2 r/n (Npy n3mMepeHun meTogom HedenomeTpun - oT 2 o 4 r/n) [23].

Mpn wuHTepnpeTauum pes3ynbTaToB CreayeT Y4YuTbiBaTb, YTO MNPU MHAEKUMOHHBLIX W BOCNANMTENbHbIX
peakumsax, Onyxonsix, CTpecce, Loke, 6epeMeHHOCTH, NpMemMe npenaparToB, BKAKYAKLWMX B COCTaB BeLLecTBa 13
rpynnel actporeHoHoB (ATX GO3C), yposeHb A1AT B kpoBu nosbiwaeTcs [39, 40]. ViccnegosaHue nydlle npoBoAUTb
BHe nepuoga obocTpeHnst accoumnmpoBaHHbix ¢ geduuntom A1AT 3aboneBaHuin [45].

- OueHka ypoBHS al-chpakummn rmobynuHOB Npu onpeaeneHnn COOTHOLeHNs 6enKkoBbiX dpakuuini MeToaom
anekTpodopesa UM METOAOM BbICOKOYYBCTBUTENBHOMO KanumnmsipHOro anekrtpodopesa C Lerbio ANarHOCTUKU
aeduunta A1AT He pekomeHayeTcs, Tak Kak TpebyeT ganbHenLWwnX nccrnegoBaHnii Ansg NoATBEPXKAEHNUS AMarHosa
[9, 48].

YpoBeHb ybeautenbHocTM pekoMmeHaaumin C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTs 5).

KommeHTapum. CHwkeHne nmbo oTcyTcTBre dpakumm al-rmobynnHoB Npu pyTUHHOM anekTpodopese Genkos
nnasMbl KPOBW MO3BONSET 3anogo3puTb Hanuyue gedumumTta A1AT, nockonbky oH coctaBnseT 80 - 90% al-
rmoOynnHOB KPOBM.

- Bcem naumentam c pgeduuutom A1AT pekomeHOyeTCA exerogHoe wuccrnegoBaHWe aHanmsa KpoBu
BGuoxummnyeckoro obLLeTEPANEBTUYECKOrO C UCCNeJ0BaHNEM YPOBHS anbbyMyHa B KPOBM, UCCNELOBaHMEM YPOBHS
obulero ounupybuHa B KpoBM, ONpeaeneHneM akTUBHOCTU acnapTaTtaMmMHoTpaHcdepasbl B KPOBM, ONpeaeneHnem
aKTMBHOCTU anaHuHaMmnHOTpaHcdepasbl B KPOBW, onpefeneHnemM akTMBHOCTU ramma-riniotammnTpaHcdepasbl B
KPOBM 1 UccriegoBaHue ypoBHst TPOMBOLIMTOB B KPOBU [47].



YpoBeHb ybeantenbHocTn pekomeHaaumn C (ypoBeHb LOCTOBEPHOCTU AokasaTenbcTtB 5) KommeHTapuun. Y
naumeHtoB ¢ gecduumtom A1AT 4yacTo BbIABNSAETCA TPaH3UTOPHOE MOBbIWEHWE TpaHcamunHas. CHMKeHne
CUHTETUYECKON (PYHKLMM MedeHn (CHuXKeHne anbbymMuHa) n TpombounToneHms bonee cneumduyHbl AN LMppo3sa
neyeHu.

Bcem nauuneHtam gedmumtom A1AT B MeQMLIMHCKON OpraHM3aummn pekomeHayetcs: [47, 48]:
- OCMOTp Bpadva-nynbMOHOJIOra unu Bpada-tepanesta He no3gHee 20 MUHYT
- MyNbCOKCUMETpUS He no3gHee 20 MUHYT OT MOMEHTa MOCTYMIEHNSI B CTaLMOHap

- KOHCyrnbTauus Bpada-aHecTe3aunorsiora-peaHnmarornora He nosgHee 30 MUHYT OT MOMEHTa NOCTYMNSIEHMS B
cTaumoHap (npuv catypaunm meHee 75%)

2.4 UHcTpyMmeHTanbHble ANarHocTUYecKne nccrnenoBaHus

MeToabl Bu3yanusauum

- Bcem naumeHTam € nogospeHWeM Ha 3m@u3eMy nerkmnx pekoMeHAyeTCs MNpOBOAUTb NPULIENbHYIO
peHTreHorpacduo OpraHoB rpyaHON KNeTKM B NPSMOM NPOeKUMn AN NOATBEPXKAEHNS AnarHo3a, UCKIYEHUs Apyrnx

3aboneBaHVn OpraHoB AblXxaHus U cpefocteHusa [43, 44], B TOM unucre C WCMOfb30BaHUEM WCKYCCTBEHHOMO
nHTennekta [119].

YpoBeHb ybeauTenbHoCTM pekoMmeHaaumi C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTs 5).

KommeHTapun. K xapakTepHbiM NpusHakam 3mdu3emMbl JIerkux OTHOCATCS HU3KOe CTOSIHWE W ynsoLleHue
AvadparMbl, BepTVKanbHOE MONoXeHne cepaua, yBenudeHue nepefHe3afHero pasmepa rpyaHON KneTku W
pacluMpeHue peTpocTepHanbHOro NPOCTpaHCTBA, OGEAHEHWE FEroYHOro pPUCYHKa, YacTo BCTPeYaeTcs
ropusoHTanbLHoe pacnosnoxeHue pe6Gep n paclumpeHne MexpebepHbIX MPOMEXKYTKOB.

Ons nauneHToB ¢ amdusemon Ha oHe gedmumta A1AT Bonee xapakTepHO NOPaKEHNE HUXHMX OTAENOB.

Y YacTu nauneHToB € 3MEU3EMON NEerkMx Ha HavarbHbIX 3Tanax U3MeHEHUs1 Ha peHTreHorpaMMe OpraHoB
rPYQHOM KMNEeTKM MOryT OTCYTCTBOBaTb.

- Y naumeHTOB C BrnepBble BbIIBMEHHOW 3M(U3EMON NErknx, HanMunem pecnupatopHbIX CMMNTOMOB W/Mnn
N3MeHeHneM nokasaternen yHKUMM Nerknx pekomMeHayeTCcs NpoBedeHVe KOMMbITEPHOW Tomorpadun opraHoB
rpygHon nonoctu [49].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 4)

KommeHTapuu. KomnbtoTepHas Tomorpadusi OpraHoB rpygHON NOoCTU siBRsieTcs Hanbonee YyBCTBUTENbHBIM
n cneunduyHbiM METOAOM ANS BbISBIEHUSA, OLEHKN BbIPAaXEHHOCTM U MOPEOMNOrMyeckon XxapakTepucTUku
amdumasembl nerkmx [50].

OmMmdusema nNpoABNSeTCS B BUAE OTAENMbHbIX YHaCTKOB MOHMKEHHOW NNOTHOCTM 6e3 Kakux-nmbo rpaHuy unu
OrPaHNYEHHbIX TOHKMMMK (MeHee 1 MM) CTEHKaMK, B LLlEHTPe Taknx NpOCBETMEHU MOXET HaxoAUTbCH TOYKa - BETBb
neroyHon aptepuun.

Mpu gedpmumte A1AT KNnaccuyecknm NpU3HaKom sBnseTca naHnobynsapHasa ampusema ¢ NPenmMyLLEeCTBEHHbIM
nopakeHMeM HWKHUX fonen nerkmx [1, 9].

Hanbonbluen 4yBCTBUTENBHOCTBIO 1 CNELUMAUYHOCTLIO B OLleHKe nporpeccupoBaHus amdusemMsl obnagaet
MEeTOA PEHTreHOAEHCUTOMETPUU, KONTMYECTBEHHO OLIEHUBAIOLLMI BbIPAaXXEHHOCTb aMdn3emsl [49, 51].

- PekomeHayeTcs perynapHoe npoBedeHue KOMMbITEPHON TOMorpadum opraHoB rpygHOM MONOCTU Ans
OLIEHKM NpOrpeccnpoBaHng amcusemsl y naumeHToB ¢ Taxensim aedpuuntom ATAT [52].

YpoBeHb y6eanTenbHOCT pekoMeHaaumin B (ypoBeHb JOCTOBEPHOCTM [0Ka3aTenbCTB 2).

d)yH KUMoOHanbHaa AnarHoCcTukKa



- Bcem nauuneHtam c nopospeHunem Ha XOBJ1 n amdusemy nerkmx pekoMeHayeTcs NpoBoAUTb UccrenoBaHme
AplIXaTernbHbIX 06HEMOB C NPUMEHEHNEM NEKApPCTBEHHLIX NMPenapaToB Al BbISBIEHNST Y OLIEHKU CTEMEHN TSHKECTU
0OCTpyKUMM AbixaTenbHbIX nyTen [53, 54].

YpoBeHb ybeanTenbHOCTU pekoMeHaaumi 4 (ypoBeHb JOCTOBEPHOCTY AoKa3aTenbCTB - C)

- Bcem nauveHTam c BblpaxeHHONM 3aMU3EMON Merkux M HanMuuem pecnupaTtopHbIX CUMMATOMOB
pekomeHayeTcsi NpoBeAeHne bogvnnetTuamorpadum n ucrnegosaHune audgysmoHHON cnocobHocTu nerknx [55, 56].

YpoBeHb yoeauTenbHocTM pekoMeHaaumi C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5)
KommeHTapuu. MeToapl nccnenoBaHust NeroYHbIX 06 emMoB 1 Audy3noHHON CNOCOBHOCTH NErknx siBnsTCs
Gonee 4YyBCTBUTEMbHBIMW YE€M CMUPOMETPUS AN OLEHKM (PYHKLMOHANbHOro ctatyca nauueHToB C aMdu3emon

Nerkunx.

Anst amcuraembl nerkmx xapaktepHo cHmkeHne DLco meHee 80% OT AOMKHbIX BENMYMH NPU OOHOBPEMEHHOM
CHUXeHun obbema popcmpoBaHHOro Bblgoxa 3a 1 cek (O®B1) meHee 80% OT OOMKHOrO W/uNU MNOBbLILWEHUU
octatodHoro obbema nerkmx (OOJT) 6onee 120% ot gomkHoro, a Takke ysenndeHun ®OE n otHoweHnn OOJT/OEN
[57, 58].

- MaumeHtam ¢ geduumtom A1AT, He CONPOBOXAAIOLMNMCS KIMHUYECKUMUN NPOSABIEHNAMM, PEKOMEHAYETCS
npoBefeHne uccnegoBaHMe HECNPOBOLMPOBAHHbIX AblxaTerlbHbiX OOBEMOB M MOTOKOB Ha 3dTane nepBUYHOrO
obcneposanus [59, 60].

YpoBeHb ybeauTenbHoCcTM pekoMmeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs 4).

KommeHTapun. [1o gaHHbIM  cnupomMeTpum y  naumeHtoB ¢ gedumumntom  A1AT  onpepensietcs
NPEeUMYyLLECTBEHHO OOCTPYKTUBHBIV TWM HapyweHWn, Yy MHOMMX MauueHToB onpegensetca obpaTtumocTb
BpoHxmanbHON 06CTPyKL M.

PaHHAs gnarHocTyka pyHKUMOHANbHbLIX M3MEHEHUN (BpOHXManbHOW 0BCTPYKLMM) NO3BOMSET CBOEBPEMEHHO
NMPUHATbL Mepbl MO YCTPaHEHUO HaKTOPOB puUCKa MOBPEXAEHUS Nnerkux, Hadatbe Tepanuio XOBJ1 n paccmoTpeTb
BOMpOC 0 cneunduyeckon Tepanun gecdumumta A1AT.

- MNaumeHTam c nerovHon copmon geduumta A1AT BHavane pekoMmeHOyeTca NpoBOAUTb UCCnegoBaHue
HECMNPOBOLMPOBAHHbIX AblXaTeNbHbIX 0O0BHEMOB M NMOTOKOB Kaxable 6 - 12 mecAueB NSt UCKIHOYEHUsT BbICTPOro
nporpeccupoBaHus 3aboneBaHus, Nocne Yero 4actota UccnegoBaHuim MOXeT ObiTb CHWXKeHa [9, 47].

YpoBeHb ybeauTenbHoCcTM pekoMmeHgaumin C (ypoBeHb AOCTOBEPHOCTM AoKa3aTenbCcTs 5).

KommeHTapuun. CkopocTb cHuxkeHns ODPB1 npu geduuute A1AT cnnbHO BapbUpyeT Y pasHbiX NaLUeHTOB.

- NMauunenTtam c gedpmuutom A1AT pekomeHAyeTCs exerogHo NpPoBOAUTH YNbTPa3BYKOBOE MUCCregoBaHue
(Y3W) opraHoB OptoLLIHOM MONOCTY ANst UCKIIOYEHNS NPOSBAeHUs: 60ne3Hn Co CTOPOHLI NeyeHn [47].

YpoBeHb yoeauTensHocTM pekoMeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB 5).
2.5 NHble gnarHocTu4vyeckue nccrnegoBaHus
deHoTUNMPOBaHNE N FEHOTUNNPOBAHNE

Mog TepmMuHOM "heHoTUN" NPUHATO NOHMMATL aKcnpeccuto onpeaeneHHoro Tuna A1AT, a NOHATME reHoTun
oTpaxkaeT cneungunyeckyro KoMoMHaUuIo annenen.

- Bcem nauveHTam ¢ knuHudeckumn npudHakamu geduuuta ATAT (cm. Tabn. 2) n/vnnM CHWKEHHON
koHLeHTpauun A1AT B CbIBOPOTKE KPOBWM peKOMEHAYeTCS NpoBOAUTL onpeaeneHne eHoTuna v reHotuna [39, 40].

YpoBeHb yoeauTensHocTM pekoMmeHaaumin C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNLCTB 4).
KommeHTapuu. eHoTMnNupoBaHue obnagaeT HaubonblIEd YYBCTBUTENBbHOCTBIO M CNeundryHOCTBIO ang

onpegenenusa geduumnta A1AT (S- n Z-annenu). Mo ypoBHio A1AT B CbIBOPOTKE KPOBU HEBO3MOXHO NPeAnOnoXnTb
reHoTun geduumta A1AT.



"eHOTUNMpPOBaHNE NPOBOAUTCA METOAOM annenbcneuuguyeckon amnnudpukaLmm (4na BeisBNEeHNa annenen
S 1 Z) nnm npsimbiMm cekBeHupoBaHmeM [HK, BbigeneHHon u3 nobbix 4pocoaep)alinx KrneTok Anis BbiABNEHUS
peakux mytauni [46].

Onpepenenne @eHotuna A1AT (A - Z) pekomeHOyeTCd MpOBOAUTbL C MOMOLLLID TOHKOCIIOWHOMO
n3oanektpuyeckoro gokycupoBaHus [9]. HavyanbHbiMuM GykBamun andaButa 0603Ha4alOT BapuaHTbl C BbICOKOM
CKOPOCTbIO NEPEMELLEHMS, KOHEYHBIMM - MEPEMELLAILLMECS C HU3KOW CKOPOCTBIO.

3. JleyeHue, BKNYAA MeOUKAMEHTO3HYHO U HeMeAWKaMeHTO3HYyl Tepanuu, AueToTepanuio,
obGe3bonuBaHue, MeQULMHCKUE NOKa3aHMA U MPOTUBONOKA3aHMUA K NPMMEHEHUI0 MeTOAO0B fievyeHus

3.1. KoHcepBaTuBHasa Tepanus
- Bcem naumneHTam c amdmsemon nerkux pekomeHayeTcs oTkas oT KypeHus [61, 62].
YpoBeHb ybeautenbHocTH pekoMeHgaumi C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 4)

- Mpwn oTCYTCTBUM NPOTMBOMOKa3aHW AN NOAAEPXKKU YCUMMWA MO NpEKpaLLeHWI0 KypeHUsi peKoMeHayeTcst
Ha3Ha4aTb npenaparbl, NPUMeHsIeMble NPY HUKOTUHOBOM 3aBUCUMOCTU [63 - 67].

YpoBeHb ybeanTenbHOCTUM pekoMeHgaumi A (ypoBeHb JOCTOBEPHOCTU JOKa3aTenbCTB - 1)

KommeHTapun: Papmakotepanus 3d@EKTUBHO nogdepKmBaeT YCUnUS No npekpaweHnto kypeHus. K
npenapaTam NepBoy NUHWUKN AN nevyeHns TabayHon 3aBUCUMOCTU OTHOCATCS BaPEHUKITMH, HUKOTWH, B TOM YuCre B
dopme TpaHcaepManbHoOW TepaneBTUYECKON CUCTEMBI.

- Y naumeHToB ¢ amcusemon nerkmx, obycnosneHHon XOBJ1 w/vnn pgedumuntom A1AT, pekomeHayeTcs
UCnonb3oBaTb ANMTENbHOrO OENCTBUS  aHTUxXonuHeprnyeckune cpeactea (OOAX), cenektuBHble 6GeTta2-
agpeHomumeTukn (OOBA), wHranaumoHHble rrtokokopTukomabl (UFKC) wnm  koMOMHaumMmM nepeyvmcrneHHbIX
npenapatoB (JOBA/OOAX, OOBA/OOAX/NTKC) no ctaHgapTHbIM NokasaHusam [2, 9, 53].

YpoBeHb y6eamTensHoCcT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKas3aTenbCTB 5).

KommeHTapun. JleyeHne XOBJ1 npoBogutCsi B COOTBETCTBMU C MEXAYHapOAHbIMM W OTeYECTBEHHbLIMU
pekoMeHAaunsaMmM No NeYeHnio AaHHOro 3aboneBaHus.

- Onsa neveHus oboctpeHnit XOBJT Ha cdoHe aeduuunta ATAT pekomeHnayeTcs yBenvdeHne 403 npenapaTos
ONnsl neyveHnss obCTPYKTMBHbIX 3aboneBaHuMn AbixaTenbHblX NyTerd B popmMe MHransuumn, HasHadeHue KOpPOTKMX
KypcoB rnwokokopTukongos (HO2AB), npu uM3MeHeHMM CBOWCTB MOKPOTbl - paHHee MWCnonb3oBaHne
aHTnbakTepuanbHbIX NpenapaTbl CUCTEMHOIO AENCTBUS, a Takke NPoBEeAeHNe OKCUreHoTepanum npy 3abonesaHusx
nerknx, HeWHBa3WBHOW WCKYCCTBEHHOW BEHTUNAUMM NErkux, UCKYCCTBEHHOW BEHTUMNSALUMM NErkux npu Hamu4uu
nokasaHwm [1, 9, 23].

YpoBeHb y6eamTensHoCcT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKas3aTenbCTB 4).

KommeHTapun. Ob6octpennss XOBJ1, ocobeHHO ¢ npuaHakamu OakTepuanbHOM MHEEKLMU, Y NALUEHTOB C
aeduumtom A1AT xapakTepusyoTcss M3BbITOYHOM 3racTa3HOW aKTMBHOCTBLIO, B CBSI3WM C YeM aKTMBHOE fevyeHune
OOMKHO BbITb HA3HAYEHO Kak MOXHO paHbLUe.

3amecTutenbHas Tepanusa

Ha cerogHAWHWI AeHb € ANHCTBEHHBIM AOCTYMNHbBIM cneunduyecknm cpeacTBoOM fedeHns aMmpuseMbl nerkmx,
obycrnoenenHon peduuntom A1AT, sBNSeTCA BHYTPMBEHHAA 3amMecTuTenbHasi Tepanus anbdal-npoTenHassbl
WHIMBUTOPOM (4enoBeYvYeCcKnm), NoMy4YeHHbIM U3 nyna AOHOPCKOW Mia3mbl.

3amecTutenoHaa Tepanus 3PEEKTUBHO CHWXKAET eXerogHyt MoTepr IEeroYyHom TKaHW, O YeM
CBMOETENLCTBYET OLleHKa nokasaTefnen peHTreHogeHCUToMeTpun B AuMHamuke [68 - 72]. EcTb Takke OaHHble,
noaTBepXXaalLwmne yMeHbLUEHNEe CKOpocTUM cHkeHuss O®PB1 B rog u CTaTUCTUYECKM 3HAYMMOE YBernMveHue
NPOOOIPKUTENBHOCTM XU3HU MPW NpoBedeHuM 3amectuTenbHow Tepanuu [60, 70, 72 - 75]. CornacHo psay
nccnenoBaHun, 3amecTuTeNbHas Tepanms CNocobCTBYET CHUXKEHMIO YaCTOThbl M YMEHBLUEHUIO TSHKECTU 060CTpeHUN



XOBJI1 npn pedpmunte A1AT, a Tarke yrnyyllEeHMNO KavyecTBa XXM3HN NaLUEeHTOB, O4HAKO AoKa3aTenbHOM 6asbl Noka
HeJoCTaToO4HO [76 - 78].

- BHyTpuBeHHass 3amecTuTenbHas Tepanua anbdal-npoTenHasbl  MHIMOWTOPOM  (YENOBEYECKMM)
pekomeHayetca B fo3e 60 mr/kr exeHepeneHo nuuam ¢ geduumtom A1AT deHotunos PiZZ, PiZNull (PiZ(-)),
PiNullNull (Pi(-)(-)) nnbo #c peakvumn geduUMTHBIMM BapuaHtamun ¢ koHueHTpauven A1AT menbwe 0,8 r/n (11
MKMOIb/N) cTapwe 18 net, HanMYNeM KIMHUYECKUX NPOSIBIIEHMI CO CTOPOHbI opraHoB AbixaHus n O®B:1 30 - 65%
OT gorkHoro [9, 23, 73, 78, 79, 80].

YpoBeHb yoeamTensHoCcT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKa3aTesnbCTB 5).

KommeHTapuu. 3amectuTtensHasi Tepanus HanpasneHa Ha JOCTUXKeHWe U nogaep>kaHune KoHueHTpaumm A1AT
BblLLe nopora 6e3onacHoctu - 0,8 r/n. YcTpaHeHue geduunta He MOXET BOCCTAHOBUTb NMOBPEXOEHHbIE CTPYKTYpbI
Nerkoro, HoO MOXeT NPefoTBpaTUThL AarnbHelllee MOBPeXAeHWe NeroYHon TKaHu U CTabunmanpoBaTtb COCTOSHME
naumeHTa [79,81].

- Y naumentoB ¢ pgedwmumtom ATAT n OPB: < 30% pekomeHAyeTCs BbINOMHUTL BHYTPUBEHHYHO
3amecTuTenbHyto Tepanuio [82].

YpoBeHb yoeanTenbHOCTN pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKa3aTensCcTB 5).

KommeHTapun. B kayecTBe apryMeHTOB 3a TMpoBedEeHWE 3aMeCTUTESNbHOW Tepanuu BbiCTynaeT
noTeHumManbHass BO3MOXHOCTb YMEHbLUNTb CMEPTHOCTb, 3aMeanuTb nporpeccupoBaHue 3aboneBaHus. OgHako
JokasaTenbHou 6a3bl 4ns NpoBeAeHUs 3aMeCTUTENBHON Tepanuu y AaHHOW KaTeropumn naumeHToB He4OCTaTO4HO.

- Y nauyuentoB ¢ gedmuntom A1AT ¢ OPB1 > 65% pelueHne OoTHOCMTENBHO NPOBEAEHUS 3aMECTUTENBHOMN
Tepanun pekomMeHOyeTcsl NpUHMMaTb B WMHAMBUAYaSlbHOM MOPSiAKE, C Y4EeTOM MOTeHUManbHOM BO3MOXHOCTU
3aMeannTb MNporpeccupoBaHne 3abofeBaHNs U B TO Xe BPEMSI BbICOKOM CTOMMOCTM Tepanuu U OTCYTCTBMEM
JoKasaTenbHoM 6a3bl ANs JaHHOW kaTeropun 6onbHbIX [82].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTB 5).

KommeHTapuwn. MNMpodumnakrnyeckoe npumMeHeHne ayrmeHTaLMoHHON Tepanum HelenecoobpasHo, NOCKONbKY
He y BCex naumeHToB c TskenobiM gepuuntom A1AT pasBuBaeTcsa ampusema fnerkmx.

Mpy NPUHATUN pelLeHNss OTHOCUTENBHO NPOBEAEHNS 3aMeCTUTENBHOW Tepanun y 3TUX NauneHToB criegyeT
yunTblBaTb Takme pakTopbl, kak BO3pacT, ObicTpoe cHuxeHne O®PB1, cHmxkeHne AnddY3MOHHON CNOCOBHOCTU
nerkMx M nporpeccupoBaHne aM@u3embl Mo JaHHbIM KOMMLIOTEPHOW TOMOrpadum OpraHoB rpyaHOW MOJIOCTM.
MauneHT gormkeH OblTb HanpaBneH B pedepeHCHbI LUEeHTp ANS OUeHKU LierecoobpasHOCTU M BO3MOXHOCTU
NpoBeAEeHUs 3aMeCTUTENbLHON Tepanuu.

- Hekypswue nauyuweHTsl ctapuwe 18 net ¢ gedmumtom A1AT deHoTunos Pi*ZZ, Pi*ZNull, Pi*NullNull, nnéo c
peakumMn aeULMTHBIMU BapuaHTaMy Npu HanMynm pecnmpaTopHbiX CMMNTOMOB, ypoBHe A1AT < 11 MkMonb/m,
O®B1 B npepenax 30 - 65% pekomeHOyeTCA HanpaBuUTb B pedepeHCHbI LEeHTp And obCyxaeHusa Bomnpoca
3amecTutenbHom Tepanuu [81, 82].

YpoBeHb ybeautenbHocTM pekoMmeHgaumi C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTs 5).

- BHyTpuBeHHasa 3amecTuTenbHasd Tepanus He pekomeHayeTcs naumeHtam ¢ XOBJ1 ¢ reTepo3vroTHbiM
reHoTunom gedpuumta A1AT [81, 83].

YpoBeHb ybeauTenbHocTM pekoMmeHaaumi C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTs 5).
KommMeHTapuun. Pornb 3amecTuTenbHOM Tepanymn y AaHHbIX NauneHTOB B HAcTosiLLee BPEMS He ACHa.

- Bapocnbim nauneHTam ¢ gedpmuymntom A1AT, onpegensemMbiM Kak UMEoLLMe reHOTUM, CBA3AaHHbIN C TAXENbIM
aeduumtom AAT (PI*ZZ, PI*Z(null), Pl(null)(null), PI*SZ nnu gpyron annens "pucka"), u uMmeroLLme CbIBOPOTOYHbIE
ypoBHu AAT < 11 MKM Ha MOMEHT MOCTaHOBKM [uarHosa npuv nNpoBeAeHUM 3aMeCTUTENbHOW Tepanuu
pekomMeHayeTcsi BHYTPUBEHHOE BBeAeHMe #anbdal-npoTemHasbl nHrimbutopa (Yenosedeckoro) 1 pas B Hegenwo B
nose 60 mr/kr [9, 84].

YpoBeHb y6eamTenbHOCT pekoMeHaaLumnii B (ypoBeHb JOCTOBEPHOCTM A0Ka3aTenbCTB 2).



KOMMeHTapI/II/I. BonblWMHCTBO MccnegoBaHUi, CpaBHMBABLUNX Sd)(beKTI/IBHOCTb pa3HbIX CXemMm Tepanuu,
BbiABUITN NpeunmMyllecTtBa e€eXeHejeslibHOro BBedeHUA nMpenaparta. lMoka3zaHo, 4YTO 93Ta cxema no3BonsdeT
nogaepXmBaTtb ypoBEHb A1AT Bbllwe nopora 6e30nacHOCT Ha BceM MHTEpBane Mexany eeeaeHnAMn n noBbillaeT
YypoBEHb aHTManacTasHoOWn aKTUBHOCTW.

OnpepgeneHue aktmBHoctM A1AT- B KpoBM C uenbio noabopa [03bl 3aMeCcTUTENbHOW Tepanuu He
peKkoMeHayeTCs.

3amecTuTenbHas Tepanus, Kak npaBuIio, XopoLo nepeHocutcs. NoboyHble peakumn ob6bIMHO OTHOCUTENBHO
nerkMe u KynupyloTca camocTtoatenbHo. Hambonee 4yacto BcTpevarwTca Hebomblias nuxopagka M O3HOO,
KpanuBHuLa, TOWIHOTa U pBOTa, cnaboCTb, ronoBOKpy>KeHue. AHadunakcusa onmcaHa, HO BCTpevaeTcs KpamnHe
pegko. Cny4yaeB napeHTepaneHOro 3apaxeHus BUpycHoiM renatutom n BUY (Bupyc nmmyHogedumunta yenoseka)
M neTanbHbIX MCXOO0B He 3admkcmpoBaHo [71, 75, 85 - 88].

- MaumeHtam ¢ amMdpu3emMon nerkMx M XPOHUYECKOW [AbIXaTenbHOW HEeAOCTaTOYHOCTbIO pPeKoMeHAyeTcs
npoBeAeHNe ANUTENbHON OKCUreHoTepanumn No cTaHAapTHbIM Noka3aHuam (nokasaHus cm. Tabn. 3) [53, 89].

YpoBeHb yoeamTensHoCT pekoMmeHaaumnini C (ypoBeHb JOCTOBEPHOCTY AOKA3aTENbCTB - 5)

Tabnwuua 3. Noka3aHusa K Ha3Ha4YeHUo ANUTenbLHON okcureHoTepanum (OKT)

MokasaHusa PaO:2 Sa02 Ocobble ycnosus
(Mm pT.CT.) (%)
ABCOnoTHBIE £ 55 £ gs Het
OTHOCUTENBHBIE (mpmn |55 - 59 89 JlerouHoe ceppue, oTeku, nonuUUTEMUN
Hanu4Mm ocobbIX YCrIoBmiA) (rematokput > 55%)
Het nokasaHumn (3a|260 390 [ecaTtypauusa npu Harpyske
UCKMOYEHNEM 0Cco6bIX HecaTtypauusi BO Bpemsi cHa
yCcrnoBun) BonesHb nerkux € TaXenbIM AUCMHOE,
yMeHbLuawmmes Ha goHe Oz

KommeHTapuun. MapameTpbl razoobmeHa, Ha KOTOpbIX OCHOBbIBalOTCA mnokasaHnus k OKT, pekomeHayetcs
OLeHMBaTb TOMbKO BO BpeMS CTabunbHOro CocTosHUS BonbHbIX, T.€. Yepes 3 - 4 Hegenu nocrne oboctpeHns XOBJ
[90].

3.2. Xupypruuyeckue metoabl neyeHus

- MaumeHtam ¢ XOBJ1 1 6ynnesHon amdusemoln pekoMeHAyeTcs nposefeHve cybnobapHowm aTunmyHowm
pe3eKkLMn Nerkux npu Hannuumn BblpaxeHHon oablwkKn (2 - 4 cteneHb no mMMRC), BbI3BaHHOW cAaBrieHUeM ferkoro
KpynHbIMK ByrnnamMu, MHEBMOTOPAKCa UM KPOBOTEYEHMS BCNEACTBUE pa3pbiBa Oynibl, nHuUUMpoBaHusa 6ynnel [1].

YpoBeHb y6eamTensHoCT pekoMeHaaumii C (ypoBeHb 4OCTOBEPHOCTY AoKa3aTeNbCTB 5)

- Mauunentam ¢ XOBJ1, ¢ BepxHegoneBon 3MMPU3EMON N HU3KON MEPEHOCUMOCTbIO (DU3NYECKON Harpysku
pekoMeHayeTcs NpoBeAeHne BepxHeaonesomn nobakrommu [91].

YpoBeHb y6eamTensHOCT pekoMeHaauuii A (ypoBeHb JOCTOBEPHOCTU J0Ka3aTenbCTB - 2)

KommeHTapun: [poBegeHne xupypruyeckoro ymeHblleHus obbema nerkmx (XYOIl) y naumeHToB C
aMdU3eMON NokasaHo Npu Hekoppurupyemoun oabike (2 - 4-n cteneHn no wkane mMRC), O®B1 < 40% ot
OOJMKHOro nocne npobbl ¢ 6poHxonutukom, OOJT > 200% oT gomkHoro, OEJT > 120% oT gormkHoro, cHkeHun DLco
< 50% OT [OMKHOW, reTepPoOreHHOCTU 3M(PU3EMbI C HaNMYMEM WU3MEHEHHbIX W 340POBbIX 30H B JETKUX.
MpoTtmBonokasaHnsiMu k NnpoegeHuto XYOJ1 y naumMeHToB ¢ 3aMPU3EMON NErkMX SBNAOTCA BO3pacT cTaplle 75 ner,
KypeHue B TedeHue nocregHux 6 mecsues, neroyHas runeprteHsus, PaCO2 B nokoe 6onee 55 mm pT.cT., DLco <
10% un > 50% OT JOIMKHON, TSKenble KOHKypupytoLmne 3aboneBanus [92, 93].



B HacTosilee Bpemsi ANA yMeHblUeHUs ob6beMa NEerkMx BO3MOXHO UCMOMb30BaHNe U MeHee WMHBA3UBHbLIX
METOOOB C MOMOLLBIO 3HAOCKOMUYECKOW KnanaHHoi 6poHxobnokaumm

Mpoeenenne XYOJ1 y nauneHToB ¢ amcumsemort Ha poHe aedumumta A1AT He pekomeHayeTcs [94 - 96].
YpoBeHb ybeanTenbHoCTU pekomeHaaumn C (ypoBeHb JOCTOBEPHOCTM AoKa3aTensCcTB 3).

KommeHTapuun. Y nauueHTtoB ¢ gecduumntom A1AT amdmsema 4acTo NokanmsoBaHa NpenmyLLEeCTBEHHO B
BasanbHbIX OTAEeNnax Nerknx Unu HOCUT reHepanu3oBaHHbIA XapakTep, 4YTo AenaeT BbinonHeHue XYOJ1 TexHudecku
Bbonee CnoXHbIM 1 BeOET K yBEMUYEHUIO CMEPTHOCTH.

- MNpn Taxenom TeueHum 3aboneBaHusA (BblpakeHHas aMmdusemMa U ofpbllika B MOKOE U MUHUMANbHOM
PU3NYECKON Harpyske, COXPaHSOLWAACA HECMOTPSA Ha ONTUManbHYl0 MEeOMKaMEHTO3HYI U peabunmTaunoHHYH0
Tepanuio) pekoMeHAyeTCs pacCMOTPETb BOMPOC O TpaHcnnaHTauumn nerkux [97 - 99].

YpoBeHb yoeamTensHoCcT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKa3aTesnbCTB 4).

KommeHTapuu. BbpkmBaemocTs y nauueHtoB ¢ XOBJ1, accouuumpoBaHHon ¢ gedpmumtom A1AT, nocne
TPaHCNIaHTauun nerkMx He oTnu4vanacb OT BbDPKMBAEMOCTM Mocrie TpaHcnnaHtauuum nauueHtoB ¢ XOBJI 6e3
peduumta A1AT.

4. MepuumnHcKas pea6MnMTaL|m| U CaAHATOPHO-KypoOpTHO€ rne4vyeHune, MeAUUMHCKME nNOoKa3aHuA U
npPpoTUBONOKAa3aHuUA K NpuMmeHeHUnr0 mMeToaoB MeOULUHCKOMN peaGVIﬂVITaLIMM, B TOM 4ucrie OCHOBaAHHbIX Ha
ncnosfib3oBaHMn NppoaHbIX neye6HbIX CbaKTOpOB

- Kypcbl nerovHon peabvnuraumm pekomeHayTCs naumeHTam ¢ aMgr3emMon Nerkmx 1 NoOCTOSAHHON OAbILLIKOW,
HeCMOTps Ha NPOBOAMMYIO Tepanuio, a Takke (PU3NYeCKn HeakTUBHBLIM BOMbHBIM C YacTbiMM 0B6OCTPEHNSAMU UMK
HenepeHoCMMOCTbIO dmanyeckon Harpyskm [100, 101].

YpoBeHb ybeautenbHoCTM pekoMmeHgaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 5)

- Peabunutauna SBnsieTcs MHOrOKOMMOHEHTHOW Mepon. PekomeHayeTcsl BKOYaTb B NporpamMmmy fieroyHomn
peabunutaumn, UHAMBMAOYANbHYIO McuxoTepanuio, obydeHne, M nevebHyl U3KynbTypy C MCMONb30BaHMEM
annapaToB ¥ TpeHaKepoB Npu 3aboneBaHnsax 6poHxonerovyHown cuctemsl [102]. AnnTenbHOCTb Takon NporpaMmbl
He yCTaHOBMeHa, OAHaKO CYMTaeTCs, YTO OHa MOXeT npogormkaTecsa oT 4 o 10 Hegenb [103].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTenbCTs - 5)
dusnyeckme TPEHUPOBKU

- Mpu npoBegeHun neroyHom peabunutauum y nauneHToB ¢ amdusemon nerkmx n XOBJT pekomeHayeTcs
BKIOYaTb B Mporpammy neyebHyio uskynbTypy C UCNONb30BaHMEM annapaTtoB U TpeHaxepoB npu 3aboneBaHnax
OGpoHxonero4Hom cuctemol [104].

YpoBeHb y6eamTensHOCT pekoMeHaauuii B (ypoBeHb JOCTOBEPHOCTU J0Ka3aTenbCTB - 2)

KommeHTapuu: PaspaboTka TpeHUMPOBOYHbLIX Mporpamm TpebyeT MHAMBMAYANbHOMO NOAXoda M 3aBUCUT OT
MCXOOHOTO COCTOSIHUA MauueHTa, CTENeHU TsKecTu 3aboneBaHusi M COMYTCTBYWOLWMX 3aboneBaHui, a Takke
MoTuBauuu. Npu HanMuuKM COOTBETCTBYIOLLMX MOKa3aHWii BO BPEMSsI TDEHUPOBKM creyeT UCMOoNb30BaTh PasnnyHble
BUAbI PECNUPATOPHON NOAAEPXKKN.

B kavecTtBe (M3MYECKON TPEHUPOBKM MOXHO WUCMOMb30BaTh 3aHATUA Ha OeroBon [OpOXKe Wnn
BenoapromeTtpe ot 10 0o 45 MMHYT Ha OJHO 3aHATME C MHTEHCUMBHOCTLIO 0T 50% nnkoBoro noTpebneHuns kncnopoaa
00 MaKCuMarbHOro ypoBHS nepeHocMmocTh [105]. B oOweTepaneBTUYECKON NpaKTUKEe Mpu OTCYTCTBMM PECYPCOB
ANs NosfTHOLeHHON peabunutauum cnefgyet pekoMeHAoBaTh exxeaHeBHble Nporynku (HanpumMep: 30 MUHYT, 4 KM - B
3aBMCUMOCTU OT (PM3NYECKOro cTaTyca), a Takke TPEHMPOBKM C MOMOLLbIO CKaHAMHaBCKOM Xxodbbbl. B psage
nporpamm MMelTCs TPEHUPOBKM BEPXHEN rpynmbl MbILLL, YTO yny4laeT ux dpyHkumio n cuny [106].

- PekomeHngyeTca BkntoyaTb B nporpaMMy peabunutauum TPEHWUPOBKY AblXaTernbHOW MycKynaTypbl C
MOMOLLIbIO Pa3nMYHbIX BUAOB YCTPONCTB (ObIXxaTenbHbIX TpeHaxepos) [107].

YpoBeHb yoeanTensHOCTU pekoMmeHaaumii C (ypoBeHb JOCTOBEPHOCTM A0KA3aTENbLCTB - 3)



KommeHTapun: TpeHupoBKka pecnmpaTopHbIX MbiLL, MOXET AaBaTb NONOXUTenbHbI adhdekT, 0cobeHHO B
CoYeTaHNM C OBLLMMU TPEHVPOBKAMMU.

- Y Bcex nauueHToB ¢ amdusemon nerkux n XOBJ1 B nporpamMy fnero4yHon peabunuraumm pekoMeHayeTcs
BKNtoYaTb obydeHue [108 - 110].

YpoBeHb ybeantenbHoOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 3)

KomMeHTapumn: O6yyeHne naumeHToB sBnsieTcst 3ekTUBHBIM CPEeACTBOM AOCTUXKEHMS KOHKPETHBIX Lienen,
BKN4Yaa npekpaweHne KypeHud, noHMMaHue pAana BOMpPOCOB, CBA3AHHbIX C TepMUHalbHbIMU cobbITMAMUN U
ynydweHna ncxoanos 0600TpeHl/Il7I. ﬂ,]‘lﬂ NOXUnbIX NauMeHTOB MOryT OKa3aTbCA NOJIE3HbIMU MHOFOI‘IpOCbVIJ'IbeIe
obpasoBaTtenbHble NporpamMmbl.

5. MpodmnakTuka n gucnaHcepHoe Ha6nogeHne, MegULMHCKME NMOKa3aHMA U NMPOTUBOMNOKAa3aHUA K
NPUMEHEHNI0 MeTOAO0B NPO(UNAKTUKKU

- Bcem nauuneHTam ¢ amcusemon nerkux n gecpmuntom A1AT pekomeHayeTcsa MCnonb3oBaTbh BCe Mepbl Ans
oTKasa OT KypeHus [83, 108, 111].

YpoBeHb ybeanTensHOCTM pekoMeHaauni B (ypoBeHb JOCTOBEPHOCTU JOKA3ATENLCTB 2).

KommeHTapun. OTkaz OT KypeHuss - OCHOBHas Mepa npounakTukM pasBuTMS U 3amenrieHus
nporpeccupoBaHust 3aboneeaHus nerkux npu gedouumte A1AT. lNMokasaHo, YTO CKOpPOCTb CHMkeHus OPB1 u
CMEPTHOCTb CHUXKAETCS Y NaLNEHTOB, ycnelHo 6pocmBLlunx Kyputb [108].

- MaumeHtam ¢ XOBJ1, a Takke naumeHTam ¢ gecpmumtom A1AT pekomeHayeTcsl NPoBeAeHME BaKUMHALMMN
NPOTMB rpunna 1 NHEBMOKOKKOBOWN MHMEKLUKN, @ NPU HaNMYUmM NOPaXKeHNs NevYeHun - BakuuHaumm npoTue renatmuta B
[9, 112, 113].

YpoBeHb ybeautenbHoCTM pekoMmeHgaumi C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTB 5).

- Y nauueHToB C 3ampuM3eMon ferkmx pekoMeHOyeTcs CBedeHue K MUHUMYMY BO3fencTBue (hakTopos,
pasgpaxaloLwmx gpixatenbHble NyTU, Taknx kak TabayvHbli AbIM (MacCUBHOE KypeHue), Mbinb 1 ncnapexus [9, 82].

YpoBeHb ybeautenbHoCcTM pekoMmeHgaumi C (ypoBeHb AOCTOBEPHOCTY AOKa3aTenbCTs 5).

KommeHTapum. lMpu 4yactom npodpeccuoHanbHOM KOHTaKTe C Takumu haktopamu moxeT notpeboBaTbCH
CMeHa mecTa paboThbl.

6. OpraHusauus okasaHuUsi MeAULIMHCKOW noMoLuu

NMokasaHua gna rocnutanusauyum B MeaUUUHCKYI0 opraHn3auuio:
1. 3HauuTenbHoe HapacTaHune TaXeCTu CMMNTOMOB (BHe3aI'IHO NOoABUBLLAACA TAXenad O,D,bILIJKa)
. NodBJ1eHne HOBbIX CUMITOMOB (LI,VIaHO3, nepmcbepMHeCKMe oTeku, 6onb B FpWJ,HOVI KJ'IeTKe)

. pasBuTue Tskenoro oboctpeHus XOBJ

A WN

. pa3BuTmne nHeBMOTOpakKca

)]

. HeapheKTUBHOCTL HaYanbHOW Tepanun ob6oCcTpeHus

6. BO3HWKHOBEHME OCTPbIX UM 060CTPEHNE XPOHNYECKNX COMYTCTBYOLWMX 3abonesaHun
7. cTapyeckuin Bo3pact.

JleyeHue B MegMLIMHCKOM OpraHu3saumm

1. OCMOTpP Bpada-nynbMoOHOOra nnu Bpada-tepanesTa He no3gHee 20 MUWHYT



2. nNynbCOKCUMETPUA He no3aHee 20 MUHYT OT MOMEHTa NOoCTynrneHna B CtTaunoHap

3. KOHCYNbTauus Bpada-aHecTe3nonora-peaHmmartonora He nosgHee 30 MUHYT OT MOMEHTa MOCTYNNEHUs B
cTaumoHap (npu catypauuun meHee 75%)

4. 06LWMIN (KNUHUYECKMIN) aHanNn3 KpOBW pa3BepPHYThIN

5. uccnepgoBaHue ypoBHs C-peakTMBHOro 6erka B KpoBu

6. npuuenbHasa peHTreHorpadusi OpraHoB rpyAHOM KNETKM B NPSIMOW MPOeKLnm

7. anekTpokapauorpadunyeckoe nccrieaoBaHue

8. uccnepoBaHuve gbixaTernbHbiXx 06 bEMOB C NPUMEHEHUEM NEKAPCTBEHHbIX NpenapaToB)
9. ouEeHKa BblpaXXeHHOCTU oablwkn no wkane mMRC

10. Tepanua nekapcTBEHHbIMM MpenapaTamu Anst nevyeHnsi o6CTPYKTUMBHBLIX 3aborneBaHun AbixaTerbHbIX
nyTen C KOPOTKUM CPOKOM AeNCTBUS B hopMe AN UHransaumm

11. Tepanus aHTMbaKkTepunanbHbIMW NEKAPCTBEHHBIMUY NpenapaTtamMm (Npy NOSABAEHUN THOMHOW MOKPOTbI U/Mnn
npu ypoBHe C-peakTuBHoro 6enka 6onee 10 mr/n)

12. OkcureHoTepanusa (npu catypauun meHee 90%).
MokasaHusA K BbiNUCKe NaLneHTa U3 MeAULIMHCKOW opraHu3auuu:

1. naumeHT cnocobeH npuvHUMaTbL ANUTENbHOAEWCTBYIOLWME OPOHXONUTMKN  (2-aroHWUCTbl  WU/Unn
aHTUXOMNMUWHEpPrMyeckne  npenapatbl WM KOMOMHauu  3TUX  MNpenapaTtoB-"gBoWHas"  KOMOMHauwus),
NNNEOUKCUPOBAHHYHO KOMOWHALIMIO 2-aroOHUCTOB C aHTUXONMMHEPIMYECKMMUN MpenapaTaMmy U nHransumoHHeiMm MKC
("TporHaga" komBbuHaums)

2. naumeHT crnocobeH (ecnu paHee OH Haxoauncss Ha ambynaTopHOM BeAEHMU) CaMOCTOATENBHO
nepeaBuraTbCs No KOMHaTe

3. naumeHT cnocobeH NpMHMMaTh NULLY M MOXET crnaTb 6e3 YacTbix NPOOYXAEHUIN N3-3a OAbILLKU
4. KNMHU4Yeckas cTabunbHOCTb COCTOSHMSA B TeyeHne 12 - 24 yacos
5. cTabunbHble 3Ha4YeHWs ra3oB apTepuarnbHON KpoBU B TedeHne 12 - 24 yacos

6. NauueHT Unn NnLo, oKasbiBalolee NOMOLLb Ha AOMY, MOJIHOCTbIO NOHMMAET MPaBUIbHYIO CXeMy nprema
npenaparos

7. pelleHbl BOMPOCbl AarnbHelwero HabniAeHUs 3a nauueHToM (HanpuMep, MOCeLleHUs nauveHTa
MeAULIMHCKOW CECTPOW, CHaGXXeHWe KMCopoaoM U NPoaoBOSbLCTBUEM)

8. naumeHT, ceMbs 1 nevawmmn Bpay4 yBepeHbl, 4TO NMNaunMeHT MOXeT yCneLwHO ynpaBiidTbCA B 6bITy.

7. DononHutenbHaa uHdopmaumsa (B Tom yncne dakTopbl, BNUSOLWME HA UCXop 3aboneBaHUA uUnu
COCTOSIHUSA)

NmetoTca gaHHble 0 BO3MOXHbIX Npobnemax Bo Bpemsi 6€peMEeHHOCTUN Y HEKOTOPbIX XEHLUMH C AeuLnToMm
A1AT ¢ deHotunom PI*ZZ (PiZZ). OnucaHo yBenuyeHue 4acToTbl BbIKMABILEN W MEPTBOPOXAEHWUNA, a Takke
pa3BuUTME MHEBMOTOPAKCa BO BpeMs 6epeMeHHOCTM Y XKEHLUH C UCXOAHbIM Hanuumem 6ynn [114 - 116]. Tem He
MEHee y NaLMeHTOK C TSKenon amgpusemon Habnoganucb yCnewHo 3aBepLUmBLINECH AOHOLWEHHbIE 6EpEMEHHOCTH
[116].

Mepen BO3QYyLLHBIMKU NEpeneTaMmmn NaLmeHTbl ¢ 3MEMU3EMON AOSMKHbI MPOXOANUTL CrneumnansHoe obcnegoBaHme.
Heobxogumo npuHMMaTh Mepbl, YTOObI N3GexaTb MMNoKCEMUN.



B xone aHecTtesun npu onepauuax B BeEpxXHeM oTaene 6pIOLLIHOI7I NoJfioCTn, a TakkKe B BOCCTAHOBUTEIIbHOM
nepmnoae HenocpeacTBeHHO nMocrie onepaunn BaXHYK poJib UrpaeT WUCKYCCTBEHHAA BeHTUNAUMA Jnerknmx c
YOIMNHEHHbIM BblJOXOM. B nocneonepaunMoHHOM nepunoae Takke Ba>KHO obecneuntb AOpeHnpoBaHne MOKpPOTHhI.

- Ypornoruyeckue, rmHeKonornyeckme 1 KonopekTanbHble BMeLlaTenbCcTBa y nauneHTos ¢ geduuyutom ATAT
pekoMeHayeTCs, N0 BO3MOXHOCTU, MPOBOAUTL B YCNOBUAX MECTHOW UNN NnepuaypansHom aHecTesun [117 - 118].

YpoBeHb yoeamTensHoCcT pekomeHaauuii C (ypoBeHb 4OCTOBEPHOCTY AoKa3aTesnbCTB 4).

KpVITepVIVI OLeHKM KayecTBa MeAULIMHCKOW MOMOLLU

Kputepwui OueHka
BbINOMHEHNS

OunarHoctrka amumsembl nerknx

1 BbinonHeH obwmin pmsmkanbHbI OCMOTP "na/bet"

2 BbinonHeHa oueHka MHOEKCa KypsLwero Yyernoseka (navek-ner) "na/vet"

3 BbinonHeHa nynbCcokcumeTpus "na/Het"

4 BbinonHeHa npuuensHas peHTreHorpadus OpraHoB rpyaHON KNeTku B npsimon | "aa/HeT"
npoekuun

5 BbinonHeHa koMnbloTEpHasi TOMorpadusa opraHoB rpygHOM NONOCTH "na/Het"

bINOMIHEHO MCCregoBaHMe  AblXaTerbHbIX OOBLEMOB C nNpuMeHeHuewm | "pa/HeT

6 B 6 n / "
nekapCcTBEHHbIX NpenapaToB

7 Bcem naumeHTam c nogo3peHMeM Ha HacneacTBeHHbn gedumumt A1AT |"ga/Het"
BbINOMHEHO ONpeaeneHne akTUBHOCTY anbda-1-aHTUTPUNCUHa B KPOBM

NauMEHTOB C KMMHUYECKMMU MPpU3Hakamun gecuumrta n/unun CHWXeHHow | "ga/Het

8 Yy A1AT w/ "na/Het"4
KOHUeHTpaumen A1AT BbLINONMHEHO onpegeneHne deHoTMna M reHoTuna
peduumta A1AT

9 MaumnerHtam c gedmumtom A1AT BbinonHeHo Y3W opraHos 6prowHomn nonoctu | "ga/Het"

JleveHne amdpusembl nerkmx

1 Mpn Hanumumm XOBJ1 HasHayeH npenapaT Ond nedyeHuss OBCTPYKTMBHBIX | "Aa/HeT"
3aboneBaHu AbixaTenbHbIX NyTern B dOpMe ONA UHransumi ¢ AnvMTenbHbIM
cpokom pgeucteua (OOBA, OOAX wnn kombuHaumm [OOBA/OOAX wnn
OOBA/OOAX/NTKC)

2 Hekypswume nauneHTbl ctaple 18 net ¢ ¢ gecpmumtom A1AT peHoTunos Pi*ZZ, | "na/HeT"
Pi*ZNull, Pi*NullNull nn6o ¢ pegknmmn aeduuMTHEIMU BapuaHTamMm Npu Hanmyanm
pecnmpaTopHbiX cumnTomoB, ypoeHe ATAT <11 mkmons/n, O®B:1 B npegenax
30-65% HanpaBneHbl B pedepeHTCHbIN LeHTp AnA 0bCyxaeHus Bonpoca
3aMecTUTernbLHON Tepanuu

3 Mpn Sa02 88% HasHaveHa anuTenbHasa okcureHoTepanus (OKT) "na/Het"

Cnucok nutepaTtypbl

1.

Omopusema nerkmx: MoHorpadusa / lNog pen. AsepbsaHoBa A.B. (Cepus moHorpadum Poccuiickoro
pecnumpartopHoro obuwectsa; ['n. pea. Cepun Yyvanuu A.T.). - M.: Misgatensckun gom "Atmocdepa”, 2009. - 136 c.
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Mpunoxexne A1

COCTAB
PABOYEM MPYNMbI MO PA3PAEOTKE U MEPECMOTPY
KIMHUYECKUX PEKOMEHOALMNA

OVpekTop  KMMHMKU  MNYNBbMOHOMOMMM U PECNUPATOPHON  MeOULMHBI,
3aBeqyoLnn kadeapon nyrneMoHonorum nevyebHoro cdakynsteta ®rA0y BO
MepBbt MIMY wum. UN.M. CeyeHoBa MwunsgpaBa Poccuun (CeyeHOBCKMM
YHMBEPCUTET), [MaBHbIA BHELUTATHbIN CMeLManucT TepaneBT-NyrbMOHONOr
Mwun3gpaBa PO, akagemuk PAH, npodeccop, A.M.H.

ABpoeeB Cepreni
Hukonaesuny

AncaHoB  3aypbek |podeccop kadegpbl nynbmoHonormn OOMNO OrAOY BO PHUMY um
PamasaHoBunY H.N.Mnporosa MuH3agpasa Poccuun, npodeccop, 4.M.H.




beneBcknin  AHgpen
CtaHncnaBoBuY

3aBegyowmi kadpeaport nynbmoHosnorun OAOMNO ®rAOY BO PHUMY um
H.A.MuporoBa MwuH3gpaBa Poccuu, rnaBHbI BHELWTATHbIA CneuuanncT-
nynbMoHonor [enaptameHTa 3gpaBooxpaHeHust MockBbl, Npe3vaeHT
Poccuiickoro pecnupatopHoro obuwecTtea, npodeccop, A.M.H., 3aCIyXeHHbIN
Bpay PO

Fembuukasa TaTbsiHa

PykoBoauTenb otaena TepanesTudeckon nynsmoHonorum, HAUIM 0y BO

EBreHbeBHa "MepBbin CaHkT-lNeTepbyprckun rocyaapcTBEHHbIN MEANLMHCKUIA YHUBEPCUTET
um. akag. W.I1. Masnosa" M3 P®, npodeccop, A.M.H.

Oemko MpuHa | 3aBenytowasa kacdenpon BHyTpeHHNX 6onesHeln N 2 ¢ kypcom O ®Irb0OY BO

BrnagumunpoBHa "KpacHosipckuin rocyaapCTBEHHbI MEOULNHCKUA YHUBEPCUTET UM. Npod. B.d.
BowHo-AceHeukoro" M3 PO, rnasHbI BHELUTATHbIN CNELManMCT NyfbMOHOSIOT,
rmaBHbIN BHewWTaTHbIN cneuvanuct annepronor M3 KpacHosipckoro kpas,
npodeccop, 4.M.H.

3axapoBa 3aBepytollas nabopatopuelnt HacrneacTBeHHbIX OonesHen obmeHa BellecTB

ExkaTepuHa OIBHY "Meanko-reHeTMYecknin HayYHbli LLEHTP", K.M.H.

KOpbeBHa

UnbkoBnd  Muxawn | Qupektop HUW nHTepcTuumanbHbix 1 opdaHHbix 3aboneBaHuin nerkvx, 3as.

Mwnxannosuu kadbeapon nynbmoHonornn ®ro ere0y BO "TMepsbin CaHkT-MNeTepbyprckuii
rocyaapCTBEHHbI MeaUUMHCKUIA yHMBepcuTeT uMm. akag. W.I. MNasnosa" M3
P®, npodeccop, 4.M.H.

Kapuesckas Hay4dHbin cotpyaHuk ®IBY "HUW nynbmoHonorun" ®MBA Poccnu, K.M.H.

Hartanbs

AHaTonbeBHa

JlewweHko Uropb | Mpodheccop  kadeapbl  MHMEKUMOHHbIX  OonesHen, dTusnatpum un

BukTopoBuy nynsmoHonorum ®reQy BO "Ypanbckuii rocygapCTBEHHbI MeAULMHCKUA

yHuBepcutet" M3 PO, rnaBHbll Hay4yHbIi cOTpyAHMK Ypansckoro HUU
dTm3nonyneMoHonoruun - unuan erey "HMUL, ®rnN" Munsgpasa Poccuu,
Hay4yHbl pykoBoguTENb KNuHWMKM "MeguumHckoe obbeamHeHve "Hoas
fonbHMua", npodeccop, 4.M.H., 3acny>eHHbIn Bpay P®

MenbHuk CeTnaHa

Bpay nynbmoHornor-annepronor, JeTckuii nynbMoOHOMNOrMyecknii LeHtp ®rby

VMBaHoBHa "CaHkT-lNeTepbyprckuin Hay4HO-UccneaoBaTenbCKUin UHCTUTYT
dpTUsnonynemoHonormm" M3 PO, k.M.H.

CnmMoHoOBa Onbra | 3aBegyowaa oTtaeneHveM  nynbMoHororuu  wu - annepronorum  ®rAy

UropesHa "HaumoHanbHbIM MEAULMHCKUIA MCCRneaoBaTeNbCKUN LEeHTP 300poBbs Aeten”

M3 P®, o.m.H.

TpyweHko Hatanbes
BrnagumnposHa

AccucTteHT kadegpbl nynbmoHonorum KM ®FAQY BO [Mepebii MITMY nm.
.M. CeueHoBa (CeyeHOBCKNI YHNBEPCUTET), HayYHbIN COTPYaHUK PIBY "HUN
nynbmoHonorun" ®MBA Poccuu, K.M.H.

LWynexeHko Jlapuca
BnagumunpoBHa

3aBegytoLlas NyrbMOHONOMMYECKUM oTAeneHnem BY3 "HayuHo-
uccrnegoBaTenbCckuin MHCTUTYT - Kpaeas knuHuyeckas 6GonbHuua N 1 mm.
npod. C.B. Oyanosckoro" M3 KpacHogapckoro kpasi, rnaBHbl BHELTATHbIN
cneumanucT TepaneBT-nynbmMoHonor KpacHogapckoro kpas, 4.M.H.

KOHMnMKT MHTEpPECOB:

HvukTo 13 4uneHoB pabo4yen rpynnbl HE MMEET KOHMIIMKTA MHTEPECcOB, CBA3aHHOMO C pa3paboTkon wu
BHEeZpEeHMEM B KNMHUYECKYHO NPAKTUKY AaHHbIX KNMMHUYECKUX peKOMeHaaLNniA.



MpunoxeHne A2

METOAONOMA PASPABOTKU KITIMHUYECKUX PEKOMEHOALIMA

LleneBas ayoutopus AaHHbIX KITMHUYECKMX PEKOMEHOaLUNN:

1. Bpay o6Len npakTukm (CeMerHbIn Bpay);

2. Bpay-nynbMOHOIIOT;

3. Bpay-TepanesT;

4. Bpa4-TepaneBT NOAPOCTKOBbIN;

5. Bpay-TepaneBT y4acTKOBbIl

MeToabl, ucnonb3yemble Ans coopa/cenekunmn oKasaTenbCTB: MOMCK B 3NIEKTPOHHbIX 6a3ax AaHHbIX.

OnucaHne MeToaoB, NCMOMb30BaHHbIX AS1S1 OLIEHKWN KayecTBa M CUMbl JOKa3aTerbCTB: JoKa3aTenbHon 6a3omn
Onsl pekoMeHgauun sBnaTcsa nyonukauuun, Bowegwmne B KokpaHoBckyto 6ubnmoteky, 6a3bl gaHHbix EMBASE,
MEDLINE n PubMed. my6uHa noucka - 10 neT.

MeTogbl, MCNOMb30BaHHbIE AN OLLEHKN KayecTBa W CUrMbl 4OKa3aTenbCTB:
KOHCEHCYC 3KCMepToB;

oLleHKa 3HaYMMOCTU B COOTBETCTBUN C PENTUHIOBOI CXEMOA.

MeTogabl, MICNONb30BaHHbIE ANA aHanusa AoKasaTenbCTB:

0630pbl ONYGNMKOBaHHbLIX METAaHaNN30B;

cucTematuyeckmne 063opbl ¢ Tabnuuamm OokasaTenbCTB.

OnvcaHve MeToOOB, WCMONb3OBaHHLIX ANS aHanuM3a AokasatenbctB. [lpu oT6Gope nybnvkauui, kak
noTeHUManbHbIX NCTOYHMKOB JOKa3aTeNbCTB, MCNOMNb30BaHHAsA B KaX4oOM MCCNedoBaHMM MEeTOA0NOoMsS n3yyaeTcs
Onst Toro, 4tobbl ybeaunTbcs B ee BanugHOCTW. PesynbTaT M3yyeHUss BNUSIET Ha YpPOBEHb [0Ka3aTenbCTB,
npuceavnBaeMbiii Nybnukauum, 4To B CBOIO oYepedb, BMSIET HA CUIY pekoMeHaaLniA.

Ona MUHUMM3aUMU NOTEHUManbHbIX OLIMOOK KaXKaoe uccrnegoBaHue OLeHWBanocb HesaBucumo. JlioOble
pasnuuna B oLeHkax obcyxaanucb BCe rpynmnoi aBTOpoB B NOSIHOM cocTase. [1py HEBO3MOXHOCTM JOCTUXKEHUS
KOHCEHCyca npuBriekancs He3aBUCUMbIIA 3KCNepPT.

Tabnuupbl Aoka3aTenNbCTB: 3anoNHANUCH aBTOpPaMU KIMMHNYECKUX peKomer,au,MVl.

Tabnunua 1. Lllkana oueHkn ypoBHEM [OCTOBEepHOCTU pJdokasaTtensctB (YOO) AN MeTogoB AMarHOCTUKM
(AmMarHocTMYecKnx BMeLlaTenbCTB)

yon PacumndpoBska

1 Cucrtematunyeckne 0630pbl MccrnenoBaHW C KOHTponeM pedepeHCHbIM MeTOAOM UMK
cucTematuyeckuii  0630p  PaHOOMU3MPOBAHHBLIX  KIMWHWYECKUX  WUCCNedoBaHuii  C
npuMeHeHneM MeTa-aHanusa

2 OTtgenbHble mMccnegoBaHUsa C KOHTpOJiEM pe(bepeHCHbIM mMeTogomM WM oThelibHble
paHOOMU3NPOBAHHbIE  KIMMHUYECKME UnccnegoBaHna W - cucteMatundeckme 0630pbl
nuccnenoBaHuin NOOOro AmMsainHa, 3a MCKYeHNeM pPaHOOMU3NPOBAHHbBLIX KITMHUYECKUX
nccnegoBaHui, ¢ npuMmeHeHnem MeTta-aHanumia




3 Nccnegosanns 6e3  nocrnenoBaTenbHOrO  KOHTPOMSA  pedepeHCHbIM  METOAOM  UNn
uccrnenoBaHnss C  pedepeHCHbIM METOAOM, He SBMSOWMMCSH  He3aBUCUMbIM - OT
nccrneagyeMoro MeTofda WiuM HepaHAOMW3UPOBAHHbLIE CpPaBHUTESIbHbIE UCCIeOoBaHus, B
TOM YMCIe KOTOPTHbIE UCCNEA0BaHUS

4 HeCpaBHVITeJ'IbeIe nccnenosaHua, onncaHme KrnmHN4YeCckoro criyydas

5 MmeeTcsa nuwb 060CHOBaHME MexaHn3mMa AENCTBUS NN MHEHNE JKCMNnepToB

Tabnuua 2. Lkana oueHkn ypoBHEN OCTOBEPHOCTU AokasaTtenbeTs (Y[) Ans MeTogoB NpodunakTuku, redeHms,
MeOUUMHCKOW peabunuTaumm, B TOM YWUCIIE OCHOBAHHbLIX Ha MCMOMb30BaHUM MPUMPOAHbLIX fneyYebHbIX (PakTopoB
(mpodpmnakTmyeckux, nevyebHbiX, peabunmMTaunoHHbIX BMeLLaTENbCTB)

yan PaclumdpoBka

1 CuctemaTtudeckmn 0630p paHAOMU3UPOBAHHBIX  KMMHWYECKMX  UCCNeaoBaHUnm C
npuMeHeHneM MmeTa-aHanuaa

2 OTaenbHble paHOOMM3NPOBAHHbIE KIMMHUWYECKNE WnccneaoBaHnA W cuUctemMatTundeckme
0630pb| uccnegoBaHui noboro gusanHa, 3a  UCKIIOYEHUEM pPaHOOMU3NPOBAHHbIX
KITMHWMYECKMX NccnenoBaHum, ¢ npumMmeHeHnem MeTa-aHanumaa

3 HepaHaoMuanpoBaHHble CpaBHUTENbHbIE WCCNEAOBaHWs, B TOM U4WUCIEe KOTOpPTHble
uccnegoBaHus
4 HecpaBHuUTemNbHbIE UCCNEOOBaHNS, ONMcaHUe KIMHUYECKOro cry4vasi Ui Cepumn crny4aes,

nccrnegoBaHus "cnyyvamn-KoHTposnb"

5 MmeeTca nuwb obocHOBaHWEe MexaHW3Ma AeNCTBMS BMeluaTenbCTBa (QOKMMHUYecKkue
nccneaoBaHns) NN MHEHWE 3KCNepPTOoB

Tabnuua 3. Wkana oueHkn ypoBHen ybeauTenbHOCTM pekomeHgauun (YYP) gna metogoB npodunakTuku,
AWNarHOCTWKN, NeYeHns, MeaULUMHCKON peabunutauum, B TOM YMUCIie OCHOBAHHbBIX Ha MCMOMb30BaHWW NPUPOAHbIX
ne4yebHbIX hakTopoB (MPOUNAKTUYECKNX, ANArHOCTUHECKMX, NeYebHbIX, peabunuTauMoHHbIX BMELLATENbCTB)

YYP PacumndpoBska

A CunbHasa pekomeHOauusa (Bce paccmaTtpuBaemble Kputepuum ad@EeKTUBHOCTU (Mcxonbl)
ABNAOTCA BaXKHbIMW, BCE WCCNEOOBaHMS WMMEKT BbICOKOE WU yOOBMETBOPUTENBHOE
METOLO0NOMMYECKOEe KayecTBO, MX BbIBOAbl MO WMHTEPECYOWMM UCXoO4aM SBMSOTCS
COrnacoBaHHbIMK)

B YcnoBHas pekomeHaauua (He Bce paccMmaTtpuBaemMble KpUtepumn appekTMBHOCTM (MCxXoabl)
ABMNAIOTCA BaXKHbIMW, HE BCE UCCMNELOBAHMSA UMEIKOT BbICOKOE UMW YL4OBMETBOPUTENBHOE
MEeTOA0N0MMYecKoe KayeCcTBO U/UMnmn NX BbIBOAbI MO UHTEPECYIOLLIMM UCXOL4aM He SBMAKTCH
COrnacoBaHHbIMK)

C Cnabas pekomeHgauua (OTCyTCTBME [OKa3aTeNnbCTB Hagnexaiwero kadectsa (Bce
paccmaTpuBaemble Kputepum 3MEKTUBHOCTU (MCXOAbl) SIBNSOTCA HEBaXHbIMW, BCe
UCCNEedoBaHUS MMEKT HU3KOe METOAONOrNMYEeckoe KavyecTBO W UX  BbiBOAbl MO
WHTEPECYIOLLMM NCXO4aM He SBNSOTCS COrfiacoBaHHbIMU)

Mopspnok 0OHOBNEHUs KIIMHUYECKNX peKOMeHAauNM.

MexaHn3m 06HOBMNEHNS KNMHUYECKMX pekoMeHJauni npeaycmaTpmuBaeT X CUCTeMaTMYeCKyIo akTyanusaumto
- He pexxe YeM OOWH pas B TpW roga, a Takke npu NosBNEHUM HOBbIX AaHHbIX C MO3MLMK AoKa3aTenbHON MeaULUHbI
Mo BOMpoOCam AOMAarHOCTWKKM, feYeHus, NpodunakTukn n peabunurauum KOHKPETHbIX 3aboneBaHui, Hanmu4uu
0060CHOBaHHbIX JOMOMHEHWI/3ameyaHnii K paHee yTBepxaeHHbIM KP, HO He yawe 1 pa3a B 6 mecsueB.



Mpunoxexne A3

CMPABOYHbIE MATEPUAIbI,
BKMIOYASA COOTBETCTBUE NMOKA3AHUI K MPUMEHEHUIO
U NPOTUBOMNOKA3AHUIA, CMNOCOBOB MPUMEHEHUA U 003 NEKAPCTBEHHbIX
MPENAPATOB, MHCTPYKLIUX NO NPUMEHEHUIO

JIEKAPCTBEHHOI'O NMPEMAPATA
1. Npukas MunnctepcTtBa 3apaBooxpaHeHnst P® ot 15 Hoabpa 2012 r. N 9161 "O6 ytBepxaeHun MNopsagka
oKasaHus MeaLMHCKOM NOMOLLM HaceneHuno nNo npodunto "nynsmMoHonorms”.
2. MNpukas MuHucTtepcTBa 3gpasooxpaHeHus P® ot 10 mapta 2022 r. N 1511 "O6 yTBepxaeHumn ctaHgaprta
MEOMLMHCKON MOMOLLM B3POCHbIM MPU XPOHUYECKON OBCTPYKTUBHOWM OONE3HW nerkux (guarHocTuka, nevyeHve u

avcnaHcepHoe HabnoageHue)"

3. Mpukas MuHuctepctBa 3apaBooxpaHeHnss PO ot 10 masa 2017 r. N 203H "O06 yTBEpPXXAEHUM KpUTEPUEB
OLIEHKM KayecTBa MeaNLMHCKOM noMoLLn”.
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Mpunoxexne B

MHOOPMALIUA OANnA NALUMEHTA

Hednunt anbda-1-aHTUTPUNCKHA - 3TO HAcNeaCcTBEHHoe 3aboneBaHne, Bbl3BAHHOE CHIKEHMEM YPOBHS (MK
oTcyTcTBMEM) Berka, KOTopbIn 6OKMpYeT noBpexaatoLLee AeACTBME HEKOTOPbIX (DEPMEHTOB.

Hedununt anbda-1-aHTUTPUNCKMHA NPOSIBNAETCA CHWKeHneM ero ypoBHs Huxe 0,8 r/m (11 mkmons/n). Ero
HeJoCTaTOK MOXeT BbI3BaTb paspylleHWe TKaHu nerkux (aMdusemy), pasBUTUE XPOHUHECKON OBCTPYKTUBHOM
GonesHu nerknx unu 3abonesaHne neyeHn (LMpPpPoO3).



B3aboneBaHue nerkmx obbl4HO HaumMHaeTcs B Bo3pacTte 20 - 40 neT 1 nposBnseTcs oAbILLKOW Npu hruanyeckom
Harpyske, XxpunamMmu B rpyauy 1 Kalumem.

lMocne MOCTaHOBKM LaHHOrO AvarHo3a MepBbiM M CaMbiM BaXkKHbIM LUAroM SIBMISIETCA OTKa3 OT KypeHus.
KypeHue BbI3biBaeT paspylieHme anbda-1-aHTUTPUNCKHA B NErkMx 1 yCUnmBaeT NoBpeXAeHMEe NEero4yHon TkaHu, a
3Ha4nT, ycKopsieT nporpeccupoBaHme 6onesHn. Cnegyet nsberatb perynsipHoOro KOHTakTa ¢ AbIMOM, pasfnuyHbIMK
aspo30SiAMM, TaK e Kak M "naccMBHOro Kypenusa". [JoMa xenaTernbHO OrpaHnyYnMTb KOHTaKT C GbITOBOM XUMUER,
Nblblo, JOMALLUHUMU XXNUBOTHBLIMM.

JledeHne OGonesHu nerkux, kKak npaBuio, BKMYaeT B cebda npenapatbl AnNs NeyeHust OBCTPYKTUBHbIX
3aboneBaHuii gbiXxaTenbHbIX NyTen B oopMe s MHranauumn, paclumpsioLlme 6poHxu 1 ymeHbLUaloLwme BocnaneHue
B HUX, KucnopogoTepanuio. [py HanuuMn nokasaHuin Ball fevaliMn Bpay MOXET HasHayuMTb Tak HasblBaemyto
3aMeCTUTENbHYI0 Tepanuilo - exeHedenbHOoe BHYTPUMBEHHOE BBEAEHWE OYULLIEHHOro anbdal-npoTenHassbl
NHrMbuTopa (4enoBeYvecKoro), NONY4EHHOro U3 AOHOPCKOM NNasMbl KPOBMU.

Kpome Toro, pekomeHayeTcs exerogHasi BakLMHaumsa NpoTUB rpyunna 1 BakuuHaLmns NpoTUB NMHEBMOKOKKOBbIX
NHbekuun kaxable 5 - 6 neT, a Npu Hanu4MM 3aboneBaHnin NeYeHn - UMMYHU3aLUMsi NPOTUB renatmuta A u B.

B cnyyae nuxopagku, 03HOGa, YyCWMEHWS OAbILWKW, Kalmfs WM W3MEHEeHWs LBeTa MOKPOTbl crneayet
HeMeaneHHO 0BpaTnTLCS K Bpayy.

MHdekunmn ocobeHHO onacHbl Ans Bawmx nerkux. 1o BO3MOXHOCTM usberante KoHTakta € GOnbHbIMU
npoctygomn, rpunnom. MNMpu NoBbILWEHUN TeMNepaTypbl TeNa CBOEBPEMEHHO HaUMHAWTE XXapONOHWXKaIOLLIYIO Tepanutio.

Mpu peduunte anbda-1-aHTUTPUNCUHA TaKKe UCMONb3YIOT NPOrpaMmbl NIEFOMHON peabunutaumm, KoTopble
BKITIOYAOT (PM3NYECKME YNPaAKHEHUHA, ObIXaTeNbHYI MMMHACTUKY, 0bydeHne, KOPPEKLMIO NUTaHWUS U NpOorpaMmel
oTKasa oT KypeHus. He3aBmucmmo oT TskecTn 3aboneBaHus, cnegyet COBMECTHO C nevalum Bpavyom paspaboTtaTb
NOAXOOALLNIA PEXMUM YNIPaKHEHNNA.

Mpunoxenue M - 'N

LUKAJIbl OLUEHKW, BONPOCHUKU U APYTME OLIEHOYHbIE MHCTPYMEHTbDI
COCTOAHUA NALUMEHTA, NPUBEAEHHBIE B KTIMHUWYECKUX PEKOMEHOALUAX

MpunoxeHue M

OLEHKA OAbILUKU MO WKAJE MMRC
HasBaHne Ha pycckoM  43blke:  MOAMMULMPOBAHHBLIA  OMPOCHUK  BpuTaHcKkoro  MeauUMHCKOro
nccrnegoBaTeNnbCKOro coBeTa AN OLEHKU THXECTM ObILIKMN
OpwurunaneHoe Ha3BaHme: MMRC (The Modified Medical Research Council Dyspnea Scale)
WNcTouHuk (nybnukauus ¢ Banugaumen):

Comparative Study Chest. 1988 Mar;93(3):580-6. doi: 10.1378/chest.93.3.580. Evaluation of clinical methods
for rating dyspnea D A Mahler 1, C K Wells PMID: 3342669

DOI: 10.1378/chest.93.3.580

Tun (nog4epkHyTb):



- LUKana oueHKK
- MHOEKC

- BOMPOCHMUK

- opyroe (YyTO4YHUTB)

HasHayeHune: oueHka CTeNeHN BbIPaXXEHHOCTW OAbILLKN, KOTOPYHO UCNbITbiBaeT nauneHT ¢ XOBJ1 (xpoHnyeckas
0OCTpyKTMBHAs 00ne3Hb Nerkmx)

Cogaepxarue (LwabnoH):

CreneHb TsaxecTb Onucanve
0 HeT £ 4yyBCTBYIO OABILLKY TOMLKO NPU CUIBHON (PU3NHECKOWN Harpyske
1 nerkas £ 3agbixatock, korga 6bICTPO Ay No POBHOM MECTHOCTU UMW NOAHMMAOCh

Nno NoJsioromy xXoJsimy

2 cpenHss M3-3a ofpblILLKK 51 XOXKY MO POBHOW MECTHOCTM MeffeHHee, YeM Noau TOoro
)Ke Bo3pacTa, UNN y MeHsi OCTaHaBnMBaeTCs AblxaHue, Korga s uay no
POBHOW MECTHOCTW B NPMBbLIYHOM AJ1S1 MEHS1 TEMMEe

3 TaXKenas A 3apgbixatocb nocne Toro, kak npovagy npumepHo 100 m, wunm nocne
HECKOMNbKUX MUHYT X0AbObl N0 POBHON MECTHOCTM

4 O4eHb Y MeHs1 CNULLKOM CUfbHas ofplllka, YTOObl BbIXOOAUTb M3 aomy, nnn 4
TAXenasa 3agbiXatkoCb, Korga oaeBaloCcb U pa3aeBaloCb

Kniou (MHTepnpeTaums): NnauMeHTy npeanarailT BbiOpaTb OOHO M3 NATUM YTBEPXAEHWI, KoTopoe Haubonee
6GrM3Ko oMuCbIBaeT ero cTeneHb TaxecTn oapiwkn: oT 0 (" YyBCTBYK OAbILLKY TOMBKO MPU CUIIBHON (PU3NYecKom
Harpy3ke") 0o 4 ("y MeHsl CITULLKOM CUITbHas ofpblLLIKa, YTOObI BBIXOAWTL U3 AOMY, UIU S 3a4bIXaloCh, KOraa o4eBalCh
unu pasgesaiock").

MosicHeHus: wkana mMMRC nossonsiet 6onee To4HO oLEHUTb cocTosiHMe naumeHTa ¢ XOBJ.




