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UJINONATUYECKHNH JJET'OUHbBIA ®UBPO3

I. BBOJHASA YACTDH

1. Ha3zBanue nporTokoJa: /[marHoctuka ¥ jedeHHe UIWOMATUYECKOTO JIETOYHOTO
¢dbudpo3za.

2. Koa nporokoJa:

3. Koa(s1) MKb-10:

J84.1 [Ipyrue uHTEpCTULIMATILHBIE JIETOUHbIE O0JIE3HU ¢ YIIOMUHAHKUEM O (hudpo3e:
Hudbdy3ssiii nerounsiii pudpo3. OuOpo3UpyOMIHI alTbBEOTUT (KPUITOTCHHBIMH).
Cunapom XammeHa-Puyua. Mnnomatudeckuii terounsidi puodpos

4. laTa pa3padotku nporokosua: 04.2013 r.

5. Cokpanienus, McnoJib3yemMble B IPOTOKOJIE:

JAUNII — neckBaMaTHBHAs HHTEPCTUIMATbHAS THEBMOHUS

NUII — npnonarnyeckas MHTEPCTUIIMATbHAS [THEBMOHUS

NJI® — nanonaTudeckuii JierouHsii puodpo3

N3JI — untepcTuiinaibHoe 3a007€BaHHUE JIETKUX

KTBP — komnbroTepHas Tomorpagusi BEICOKOTO pa3pelieHHs

JIUII - numdouiHasg HTEpCTUIMATbHAS THEBMOHUS

HCUII — Hecnieunduueckass MHTEPCTULIMATIbHASI THEBMOHUS

OUII (UIP) — oObruHast HHTEPCTUITMAIIbHAS TTHEBMOHHSI

CHJIA — cpeaHee naBieHUE B JISTOYHOW apTepun

®bC - pubpobpoHxockonus

OKT — anexkrpokapauorpadus

OXO-KT" — axokapaunorpadus

DLCO — nuddy3nonnas cnocoOHOCTH JIETKUX

6. KaTreropusi manueHTOB: MAlMEHTHI, CTPAIAIOIINE UANOTATUYECKUM (PrOpo3om
JIETKUX

7. Tloab3oBaTequ mNpoTOKOJa: Bpaum oOmeld mnpakTUKH, TepareBThl,
MyJIbMOHOJIOTH, PYKOBOJIUTEIN-MEHEKEPHI, CPEAHUN METUIIMHCKUM MIEpCOHAI

II. METOABI, MOAXOJbl, MPOLUEAYPHI JMATHOCTUKH WM
JIEYEHMUS

8. Onpenenenune: uAMONATHYCCKUM Jjerounsiii  ¢uopo3s (MJID) — aro
cneruduyeckas ¢GopMa XpPOHMUYECKOW, TMporpeccupyromeid (Gpudbposupyromieit
WHTEPCTULIMAIBHOW IMTHEBMOHHM HEYCTAaHOBJICHHON JTHOJIOTHH, BCTPEUYAIONIAsCS
NPEUMYIIECTBEHHO Yy  TOXWIBIX  JIMIl, OrpPaHWYEHHas  JICTKUMH, U
ACCOLMUPYIOLIAsICS C TUCTOMATOJIOTMYECKON W/WIM PaguoJOTUYECKOW KapTUHOM
OOBIYHOM MHTEPCTUITUATBHON THEBMOHUY [1] .



Ilpexcnee Hnazeéanue: uoduonamuyeckui @uUOpO3UPYIOWUL ANbBEOIUM  He
PeKOMeHOyemcsi K UCHONb308AHUIO 6 C8A3U C  NAMOMOPHON0cULeCKUMU
ocobennocmaMU 3a001e8aHUsL — ObICMPbIM PopMuposanuem pubposa.

9. Knununueckasi Kjiaccu(pukanus

NJI® — cMmeprenbHOoe 3a0ojieBaHME JIETKMX C  BapuaOelbHBIM |
HelpeackazyeMbiM  TedeHueM. Hecmorps Ha TO, 4YTO  OOLICIPHUHSTON
KJIacCUpUKAMU 1O CTagusiM M BapHaHTaM TEYCHUA HET, PEKOMEHIYyeTCs
paznuyaTth  OBICTPOIPOTPECCUPYIOILEE, MEJUIEHHO IPOTPECCUPYIOIIEEe H
penmauBHpyoiee TedeHue (paza odocTpenus u cradmwimzanun) [1, 2]. Cpennss
BBDKMBAEMOCTh COCTABIISIET OT 2 JI0 5 JIET ¢ MOMEHTA MTOCTaHOBKH JuarHo3a [3].

VY 6onpmmHcTBa nanueHToB ¢ NJI® QpyHKIUA NErkux ¢ TEYEHHEM BPEMEHH
NOCTENEHHO YXYJIIAeTCsA; Y MEHBIIMHCTBA NALUMEHTOB (PYHKIMOHAIBHOE
COCTOSIHHME JIETKMX OCTAeTCsl CTAOMIIbHBIM MIIM CTPEMUTEIBHO yXYALIACTCS.

IIpyn penuaMBUPYIOIIEM TEYECHHUH IMALMEHTHl MOTYT HCIIBITBIBATH AMU30/bI
OCTPOro yXyJIUICHHs JbIXaTENbHOM (PYHKIMM, HECMOTPS Ha MPEIIIECTBYIOLIYIO
craOuibHOCTh. HaOmrofeHus mokasaiu, YTO OCTPOE YXYALIEHUE PEeCHUpPAaTOPHOM
(GYHKIMK TPOMCXOIUT y Mayjoro uucia namueHtoB ¢ MJID (mpumepno 5-10%).
OTH 31U30pl MOTYT BO3HUKATh BTOPUYHO B PE3YyJIbTAaTE€ IMHEBMOHMHM, JIETOYHOU
HIMOOJIMH WIH CEPICUYHON HEAOCTATOYHOCTH.

Ecnu nmpuymHy OCTpPOro CHMKEHHUS JbIXaTE€IbHOM (PYHKIUU YCTAHOBHTH
HEBO3MOYKHO, MpUMeHseTca TepMuH «oboctpenue MJIDy». B nHacrosiee Bpems
HESCHO, sBysieTcs U obocTtpenue NJID npocto mposiBieHHEeM HEYCTaHOBJICHHOTO
PECIIUPATOPHOTO OCTOXKHEHUsI (HampuMmep, JIETOYHOW HMOO0IHMHM, WHQEKINN),
BBI3BABUIETO OCTpOE€ YXYyAlIeHHe cocTosHust y OonpHOoro WMJID, wunu sBasercs
IPUCYLIUM CaMOMY 3a00JIEBAHUIO YCKOPEHHIO MAaTOOHMOJOTHYECKUX MPOLECCOB,
yuactByromux B NJ1O.

Ecniu He BbIsBIEHA Jpyras NpUYMHA, HAJIWYME JHOOOr0 M3 MOCIEAYIOIINX
U3MEHEHUH ClIelyeT PAaclieHNBaTh KaK MPOrpeccUpoBaHue 3a00JI€BaHMS:

-porpeccupymomas ojpllKa (IPEeINOYTUTENbHO MCIOIb30BaTh OaJJIbHYIO

OLICHKY IO KaKOW-JIM00 OIIEHOYHOM IIIKaJie, HapuMep 1o Iikaie bopra)

-IIPOTPECCUPYIOIIee, YCTOMUNBOE CHMKEHUE aOCOMOTHBIX 3HaueHuit FVC mo

CPABHEHUIO C UCXOJHBIMH.

-IIPOrPECCUPYIOIIEE, YCTONYMBOE CHIDKEHHE a0COMOTHBIX 3HadeHuid DIco 1o

CPABHEHUIO C UCXOTHBIMHU.

-nporpeccupoBanue ¢pudposza Ha KTBP.

Monumopune npoepeccuposanus 3a6oneeanus ciedyem nposooums 6 nepuoo
om 4 00 6 mecsayes, HO npu HeobX0OUMocmu 8 boJiee KOPOMKUUL Nepuoo.

10. IToka3aHus AJISl TOCIIUTAJIN3ANHNHN

— TlpoBenenue 6uorcuu JErKUX JIJIsl yTOYHEHUS JUarHo3a (TJIaHoBas )

— Hayano uMMyHOCYNpeCCUBHOM Tepanuu, NoaA00p MpenaparoB, MyIbC-Teparus
(rutaHoBast)

— Pe3koe nporpeccupoBanue Ui 00OCTPEHHE C Pa3BUTHEM KU3HEYTPOKAIOIINX
OCJIO0KHEHHUU: HapacTaHue JIBIXaTEeIbHOM HEJOCTAaTOYHOCTH,



MPOTPECCHPOBAHNUE  JITOYHOW  TUIEPTEH3WH,  TIOSBJICHHE  IPU3HAKOB
JICKOMIICHCAIIUHA JICTOYHOTO CEpAIa, TOSBICHHWE TPU3HAKOB HH(EKINH
(3KCTpeHHast)

11. IlepeyeHb OCHOBHBIX ¥  [ONOJHHUTEJbHBIX JHATHOCTHYECKHX
MEPONPUATHH.

Ilepea MIaHOBOM rOCIIUTAIM3AUEH:

OcHoBHBIE:

- 001Ul aHATU3 KPOBH,

- KoaryJjaorpamMmma

- KTBP;

- CIIUPOMETPHS,

- OKT;

- 9XO-KT (¢ ouenkoit CJIJIA)

JlonosiHUTEIBLHBIE:

B cranuonape 10NMOJHUTEIBLHO K BBIIIE YKA3aHHBIM MTPOBOJIATCS:

- HCCIIEJIOBAaHUE KPOBH C OLIEHKOW MPOTEMHOTPAMMBI

- HWCCIelOBaHME KpPOBM Ha Hamumume OmmreiiH-bapp Bupyc (EBV),
rutomeranosupyc (CMV), reprieBUpychbl, BUPYChI TEaTUTOB

- MyJIbCOKCUMETPHUS;

- ra3pl ApTEPUAIIBHON KPOBH;

- ®BbC (o nokazaHusM);

- onpenenenne DLCO,

- BUJICOTOPAKOCKOTMYECKasi OMOTICHS JIETKUX (TI0 MMOKa3aHUsIM)

IKcmpeHnan 20CRUMANU3AUUA NPOU3BOOUMCA 0e3 npeodeapumesibHo20
(ambynamopno2o) 1a00pamopHoO-uHCMPYMEHMATbHO20 UCCE008AHUAL.

12. IlmarHocTHYeCKHEe KPUTEPUN:

— Hckomtouenue npyrux HM3BECTHBIX MPUYMH WHTEPCTUIIMATBHOTO 3a00JIeBaHUs
nerkux (MU3JI) (mampumep, AoMaliHue Wik NpodhecCUOHAIbHBIE BO3IEHCTBUS
OKpY>Karolie cpezbl, 3a00JeBaHUsI COCAMHUTEIBLHONW TKAaHM, TOKCHYECKOE
BO3JICHCTBHE JIEKAPCTB).

— Hamuuue kaptuner OUII (UIP) mo naHHBIM KOMIBIOTEPHOW TOMoOTrpaduu
BbicOKOro paszpemieHuss (KTBP) y manueHTOB, KOTOphle HE MOABEPTaJIUCH
XUPYPTUUECKOU OMOTICHH JIETKOTO.

— Coueranne kaptunbl OUIl ma KTBP u cnenuduueckoro marrepuna OUII
OWOINCUIHOTO  MaTepuaja JIETKOTO Yy  TAIlMeHTOB, TOJIBEPraBIIUXCS
XUPYPruyecKoil OUOICHUH JIETKOTO.

Tounocms ouaznocmuku HJI® ygenuuusaemcsa npu MexHcOUCUUNIUHAPHOM
oocysycoenuu medxncoy nyJIbMOHON02AMU, PAOUOI02AMU U RAMONO2AMU C
onvimom 6 ouaznocmuxe UJI®.

bonvwue u manvie xpumepuu HIID, npeonoscennvie Koucencycom 2000

ATS/ERS, 6vi1u yempanenot [1].



121 WJI® cnenyer mpenmonaraTb y BCEX B3POCHBIX MAalMEHTOB C
MPOTPECCUPYIONICH HEOOBSICHUMOM  OJBIMKON Mpu (UUIECKOW HarpysKe.
JApyruMu d4acTbIMH TMPOSIBIICHUSIMU  SIBIIAFOTCA  MAJIONPOAYKTUBHBIA  Kalllelb,
MOBBIIEHHAsA YTOMJISIEMOCTh, MHOTJA NOTJIMBOCTh, JINXOPAAKa, IOTEPS Beca.

He xapaxkTepHbI. KpOBOXapKaHbE, IOPAXEHUE IUIEBPHI, BbIPAXKEHHAs
OpOHX000CTPYKIIHS.

BeposiTHOCTh 3a00JieBaHMS YBEJIMYMBAETCA C BO3PACTOM, THIIMYHO HAYaJo
3a00JIeBaHMS HA IIECTOM-CEIbMOM JecatmiieTnu xxku3nu. MJID peako BcrpevaeTcs
B Bo3pacte a0 S50 ner; y Takux NAUMEHTOB B TMOCIEAYIOIIEM MOLYT
MaHH(eCcTHpOBaTh  CHMITOMBI  3a0O0JIEBaHMSI  COCOWHUTEIBLHOM  TKaHW,
MPOTEKABIIIETO B CYOKIMHUYECKON (hOpMe B MOMEHT MOCTaHOBKH nuarHo3a MJID.
NJI® mouTy 0JMHAKOBO YaCTO BO3HUKAET Y MY>KUYMH M Y JKeHITHH [1, 2].

12.2 Tlpu ¢QusukanbHOM OOCIEIOBAHUN BEIYIIMMU KPUTEPUSIMH SIBISIOTCS
JIBYXCTOPOHHSISI Oa3alibHasi MHCIHUpATOpHAs KpEnmuTalvs, U3MEHEHUS TajbIeB B
BUJIE «OapabaHHBIX MATOYEK.

12.3 TunuyHblXx J1A0OPATOPHBIX KpPUTEpUEB HET. BO3MOXHO yMepeHHOe
MOBBIIIEHUE YPOBHS JeiikouuToB, COJ, AMCIPOTEUHEMHUS.

12.4 Wnctpymentanbibie kputepun WNJID: ocHOBBIBAIOTCS Ha XapaKTEPHBIX
npu3Hakax oObIyHOM MHTepcTuimaibHou nmueBMonuu (OUIIT) mo mannsim KTBP
(tabmuna 1), ructomaronormdeckux kputepusx OUIL (tabnuma 2), AaHHBIX
(YHKIHOHATIBHOTO HCCIIEIOBAHUS.

Taoauna 1. Kpurepun KTBP pas kaprunst OUII [1, 4, 5].

Kapruna OUII (Bce Bo03MOKHBII pUCYHOK IIpotuBopeunt OUII (;1r000ii U3 cemu
YeThIpe MpHU3HaKa) OMII (Bce Tpu KpUTEPHSL) MIPU3HAKOB)




- [IpeoGaganue
CyOIuIeBpaTbHOM 1

OasaILHON JIOKAIU3aLuU

- Petukynsapras
nedopmartus

- «CoToBOE JIETKOEY» C/
Win 0e3 TPaKIHOHHBIX
OpOHX03KTa30B

- OtcyTcTBUE
NPU3HAKOB,
MPOTHUBOpEYAIINX
kaptune UIP (cm.
TPETHIO KOJIOHKY)

- [Ipeobnananne
CyOTUIeBpaTbHOMN H
0a3anpHOM JOKaIH3aluu

- Perukynsapnas
nedopMarus

- OtcyTcTBUE
MPU3HAKOB,
HPOTHUBOPEYAIINX
kaptuse UIP (cm.
TPETHIO KOJIOHKY)

- [IpeoOananvie mopakeHus: BEpXHEH HITH
cpesHer JOJIU JIETKOTo

- [IpenmytiecTBeHHO TEPHOPOHXOBACKYIIAPHAS
JIOKaIIN3auns

- O0mupHOE CHIKEHUE TIPO3PAYHOCTH JETKHX
II0 TUITy «MaTOBOr0 CTeKJa (TLJI0MIa b
«MAaTOBOTO CTEKJIa» OOJIbIIE, YeM PETHKYIISIPHOM
nedhopmarivm)

- O6unne y3enkoB (OnmaTrepaisHO,
MPEUMYIIECTBEHHO B BEPXHEH J10JIe)

- OTHenbHO PacToN0KEHHBIE KUCTHI
(MHOXECTBEHHBIC, OMIIaTepaIbHBIC, OTJICIIBHO OT
YYaCTKOB «COTOBOTOY JIETKOTO)

- IuddysHoe mozanunoe ocnabiieHne
JIETOYHOTO PHCYHKA/BO3IYIIHBIE JIOBYILIKA
(bunarepanbHOE, B TpexX U Ooee J0IsIX)

- KoHcosnmaamust B OpOHX0JIEr09HOM
cerMeHTe/cerMeHTax aoiue/monsax

Ta6auna 2. ucronarosioruyeckne Kpurepun, xapakrepubie 1isi OUII [1, 6]

Kaptuna OUIIT BepositHas OUIIL Bozmoxxnas OUIIT He OMUII (;1r060ii n3
(Bce 4 xpurepusi) (Bce TpH KpuTepHA) IIECTH KPUTEPHER)

- JI0Ka3aTeIbCTBO - I0Ka3aTeJIbCTBO - HEOJTHOPO/IHBIC WJTH | - THAJIMHOBBIE
¢ubpo3a/apxutekTypH | ¢ubpo3za/apxurekrypHbie | muddy3HbIC MeMOpaHbI™

bl€ HapyLICHUs, HapyLeHus, £ «MeJOBbIe | BOBJICUCHUS

«MEJIOBBIE COTBI, COTBD» JIETO4HOMN - OpraHnsyIoImaics
PacHOJIOKEHHBIE TIAPEHX MBI B IHEBMOHUA™*
IPEUMYILECTBEHHO - OTCYTCTBUE NPU3HAKOB | hyiGpo3, ¢ uim Oe3 - rpanynéMbI
cybreBpanbHo/mapace | HEOAHOPOAHOTO (bubposa MHTEPCTUIMATIBHOTO

NTaTBHO HIIH CKOILICHUH BOCIIAIICHHS - HHTEPCTHIHAIBHEIE
- HEOTHOPOTHOE $ubpobractos, Ho Hu BOCTIAIUTEIIEHBIE

BOBJICUEHHE JIETOYHOM
MapeHxuMbl B Gudpo3

- CKOTIJICHUS
¢ubpobIacToB

- HET NIPU3HAKOB
MPOTHUB THArHO3a
Oull,

MIPEIOJIaTr alOIINX
aJbTCPHATUBHBIN
JTIMarHO3 (CM. KOJIOHKY
4).

TOTO, HU IPYyTrOro
OJTHOBPEMEHHO

- HET IIPU3HAKOB IIPOTUB
nuarno3a OMII,
MIPEAIOJIArAFOLIUX
aJbTEPHATUBHBIN
JUAarHo3 (CM. KOJIOHKY 4)
WIn

- ToabpKO U3MEHEHUS 10
THUITY «MEJIOBBIX COTH **

- OTCYTCTBHE APYTUX

KJIETOYHBIE HHOUIBTPATHI
kputepueB OUII (cm.

BHE «MEJIOBBIX COT»
KOJIOHKY «KapTuHa

OMUII) - U3MEHEHUS
MPEUMYIIECTBEHHO
- HET NIPU3HAKOB
JIOKaJIN3YIOTCS
MPOTHUB AMArHO3a
POTHE 1 03 MepruOPOHXHATHHO
OWUII,
MIpEeIOoJIaratox - ApyTHe NPU3HAKH,
aJbTEPHATUBHBINA MOATBEPKAAOLIUE

JIMarHo3 (cMm.
KOJIOHKY 4)

aJ'IBTCpHaTHBHLIﬁ JAarHo3




CnupomeTrpusi: TpHU3HAKH PECTPUKTUBHBIX HAPYIICHUH (QPYHKIIUM BHEIIHETO
neixanus — cHkenne XXEJI (OXKEJT) <80% oT MO/KHBIX BEJIHUYNH.

Tadauma 3. Ilpu3HakuH, accOUUMPOBAHHbIE C YBeJIHYEHHMEM PHCKA
cmeptHocTH mpu MJI® [1].

bazoBbie pakTopbr*:
YpoBeHb ObITIIKI**
Dlco < 40% ot momkHOTO
Hecaryparust < 88% Bo Bpems 6-MHHYTHOTO TecTa X016061 (6MWT)
«CoroBoe nerkoe» Ha KTBP
JlerouyHasi runiepTeH3Us
BpemMenHnoe nzmMeHnenue GpakTopos:
YBenuueHue ypoBHS OJBIIIKA™*
Camxenne @opcupoBannoil JKuznennot Emkoctu Jlerkux (OXEJI) > 10% ot
aOCOJIOTHOMN BEIMYHUHBI
Camxenue DIco > 15% ot abconmoTHOT0 3HAYCHUS
VYxynmenune ¢pudposa na KTBP

* bazoBast (hopcupoBaHHas JKU3HEHHAS €eMKOCTh — MPOTHOCTUYECKAs 3HAYMMOCTh HESICHA.
** B HacTosiiee BpeMs HET €IMHOTO MOX0/1a K KOJUYSCTBEHHOM OIICHKE

12.5 Tloka3aHus AJ1sl KOHCYJIbTAUMH CTIENHATUCTOB
OOs13aTeNIeH KOHCUJIMYM — IYJIbMOHOJIOIOB, PaJHOJIOroB, MaroMop(oJIOTOB s
YCTaHOBJICHHMSI IUAarHO3a.

12.6 JInddepeHnuaibHbIii AMATHO3, TIPEXKIEC BCETO, CIACAYET MPOBOIAUTH C
IpyrumMu (popMaMu UIUONATUYECKUX UHTEPCTUIIUATBLHBIX ITHEBMOHMIA:
Hecneyuguueckan unmepcmuyuanvuas nneemonus (HCHUII)

[To cpaBuenuto ¢ WMJI®, HCUII pa3BuBaercs B Oosiee MojiogoM Bo3pacTe (B
cpenaeM oT 40 mo 50 7eT) oAMHAKOBO YaCTO Y MY>KYUH M JKEHITWH. 3a00JieBaHMe
HAYMHAETCSl TIOCTETIEHHO, Y HEOOJbIION 4YacTh OOJBHBIX BO3MOKHO TOJOCTPOE
Havano. Knunuueckas kaptuna HCUII cxonna ¢ takoBoi nipu NJI®, HO ofbIiika
M KallleJlb MEHEE BBIPAKEHbl M HE HAPACTAIOT CTOJIb HEYKIOHHO. IIpumepHo y
MIOJIOBUHBI OOJIHBIX OTMEUAETCS YMEHBIIIEHHUE MAacChl Teia (B CpeaHeM a0 6 Kr).
[ToBblllieHHE TEeMIEpaTyphl TeJla U W3MEHEHHUsS HOTTEBBIX (ajaHT HaOJrogaeTCs
OTHOCUTEINBHO penko. Ilpu uccnenoBanun OB/l onpenensroTcss HE3HAYUTEIbHBIE
WM  YMEPEHHO BBIPAXXEHHBIC PECTPUKTUBHBIE  PACCTPONCTBA  JIETOYHOMU
BeHTWIsinMY, cHkeHne DLCO, npu Harpy3ke MOKeT BO3HUKATh rurnokcemus. B
OOJIBIIINHCTBE CIIy4acB HCUII XOPOIIIO MoJIJacTCs JICUEHUTIO
rimokokopTukocteponaamu (I'KC) n umeer OnaronpusiTHbI MPOTHO3 BILIOTH 10
kiuHudeckoro usneuenus. Ha KTBP  Hanbonee wdacto omnpenenstoTcs
CUMMETPHUYHBIC CYOTIEBPAIbHO PACIOJIOKEHHBIE YYaCTKH '"MaTOBOTO cTekna’. Y
OJTHOM TpeTH OOJBHBIX 3TOT CHUMIITOM SIBJISIETCSI €IUHCTBEHHBIM MPOSBICHUEM
3a0oneBanus. PeTukynspHble W3MEHEHUs HAOMI0MAI0TCS MPUMEPHO B TOJOBUHE
ciaydaeB. [IpusHaku "COTOBOro J€rkoro", y4acTKH YIUIOTHEHHSI JIETOYHOM TKaHU




OTMEYAIOTCSI OTHOCUTENIBbHO peAko. [Ipu MOBTOPHBIX HCCIIEOBAaHUSAX B IMPOLIECCE
JedyeHuss y ~ OOJBIIMHCTBA  OOJIBHBIX ~ OTMEUYaeTcs  IOJIOKUTEIbHAs
pEHTreHoJioThuYeckass  JuHaMuka. [lpu  TUCTOJIOTMUYECKOM  HCCIEAOBAHHUU
KJIETOUYHBIM MaTTEepPH COOTBETCTBYET MAJIOBBIPRKEHHOMY WJIH YMEPEHHOMY
WHTEPCTUIIMAIIBHOMY XPOHUYECKOMY BOCHAJICHHIO; TUIIEPILIa3usi MHEBMOLIUTOB 11
TUMa B 30HAaX BOCHAJICHHS XapakTepHa TOMOT€HHOCTh HM3MEHEHHH C
npeoOiajanreM BocnajieHus U ¢Gpubpo3a B MPOTUBOIOIOKHOCTh T€TEPOreHHOCTU
npu OWII rpyOsrit ¢pubpo3 0OBIYHO OTCYTCTBYET, (PoOKychl (ubpobiacToB B
HEOOJIBIIIOM KOJIMYECTBE UM OTCYTCTBYIOT.

HeckeamamusHnasn unmepcmuyuanvras nuweemonusi ({UII)
JUIT Bctpeuaercs peaxo (<3 % Bcex ciywaeB WMUII), mpeuMyliecTBEHHO Y
Kypsammx MyxunH 40-50 ner. Y OoJbIIMHCTBA MALMEHTOB 3a00JeBaHUE
IPOTEKAET MOAOCTPO B TEUEHHE HECKOJBKHX HEAENb WM MECSIEB, MPOSBISETCS
CyXHUM KalllJIeM ¥ HapacTaromen oablmkon. [Ipu uccnenosanuu @B /] BBIABIAIOTCS
yMepeHble pecTpukTuBHbIe HapymieHusi, cHwkenne DLCO. I'KC-tepanus
nocrtaToyHo 3¢pdexTuBHa, mnporHo3 OnarompusteH. Ha peHtreHorpamme
npeo01aaeT CUMITOM "MaTOBOTO CTEKJIA" MPEUMYIIIECTBEHHO B HIDKHUX OTACNIax
nerkux. OnucaHa TakXke y3€JIKOBas TEKCTypa y4yacTKoB 'MaroBoro crekmna'. Ilpu
KTBP yuactku "maroBoro crekia' OmnpenensitoTcsi BO BCEX Ciiyyasx. B HUMKHHX
30HaX JIOBOJIbHO 4YacCTO OMPEIEISAIOTCA JIMHEWHbIE W PETUKYJSPHBIE TEHH,
BO3MOXHO ()OPMHUPOBAHHE OTPAHUYEHHBIX CYOIJIEBpaIbHBIX YYACTKOB '"COTOBOIO
nerkoro". Ilpu rucronorun - OJHOPOAHOE MOPAKEHHE JIETOYHOW NAPEHXHUMBI,
HAKOIUJIEHUE alIbBEOJISIPHBIX MakpodaroB. He3HauuTenbHOE WIM yMEPEHHOE
YTOJIIEHUE aAJIbBEOJISIPHBIX MEPErOpoJOK, MaJOBBIPAKEHHOE WHTEPCTUIMAIBHOE
XpOHHYECKOe Bocnaiienne (iuMmdbougnbie arperatbl), ¢Gokychl (HuOpodacToB,
MPU3HAKHU "COTOBOTO JIETKOT0" OTCYTCTBYIOT.

Jlumehouonas unmepcmuyuanvuas nueemonus (JIMII)
JIUII BcTpewaeTcst penko, OOBIYHO Y KEHIWH, Jaiie nocie 40 ner. 3aboneBanue
pPa3BUBAETCS MEIJICHHO, OJIBIIIKA M KallleJb MOCTENEHHO HAapacTaloT B TEUCHUE 3
JeT u 6omnee. XapakTepHbl JUXOpaaKa, 00db B TPy, apTpairuu, noxygaaHue. B
JIETKUX BBICIYIIMBAIOTCS TPECKyyue Xpurmbl. MoOTyT HaONIOAaThCs aHEMUs,
runeprammarioOynuaemusi. 3aboneBanue mnoamaercs tepanuu [KC u umeer
OJarompuATHBIA TPOTHO3, OJHAKO TpHMEpHO y 1/3 mamueHToB QopMupyercs
mudy3Hblid MHTEpCTUIMANBHBIA (uOpo3. [Ipu pentreHorpaduu JAerkux MOTYT
HaOJIOAAThCS JIBa THUMA WU3MEHEHWI: HUYKHEJOJIEBbIE CMEIIaHHbIE albBEOJISIPHO-
WHTEPCTUIMAIbHbIE UHOUIBTpAThl U AU(Pdy3HOE NOopaxkeHue ¢ popMUpOBaHUEM
"cotoBoro sierkoro". Ha KTBP 00b14HO ornpeaensoTcsi y4acTKH '"'MaToOBOTO
crexsa". MHOTIa onpenensroTcs MEepUBACKYISIPHBIE KUCThI U YYaCTKH ''COTOBOTO
nerkoro". U3MeHeHus peTUKYISIPHOTO XapakTepa HaOJo1atoTes nmpuMepHo B 50 %
ciydaeB. [lpu ructomornn - auddy3Has WHTEPCTHIHAIbHAS WHOUIBTpAIUSI
MOPaKEHHBIX YYAaCTKOB; pacHpelielieHue MNPEUMYIECTBEHHO B allbBEOJISPHBIX
neperopoakax. Muadunbrparsl BKirodaroT B ce0s T-mumMdOINTHI, TIa3MaTHIeCKUe
KJIETKU U Makpodary. Jlumdonanas runepriasus.



13. Heau JieyeHMsi: 3aMEIIUTh TEMIBI POTPECCUPOBAHUS  JIETOYHOTO
UHTEPCTUIHMAIBHOTO (prOpo3a , MpeJOTBPATUTD KU3HEYTPOKAIOIINE OCIOKHEHUS.
14. TakTHKA JIeYeHUs:

14.1 HeMeauKaMeHTO3HOE JI€YEHHE.

OxcureHorepanusi y TalMEHTOB C KIMHUYECKH 3HAYUMOW CTENEHbIO
runokcemMuu (00b4HO onpenensiemont Sp02 <88% unu PaO2 60 MM pT. CT.).

[{enh: TOBBINMIEHWE TOJICPAHTHOCTH K (DU3MUECKOW, YJIYUIICHUE BBIKUBAEMOCTHU
MAalMEHTOB C KIIMHUYECKU 3HAYMMOM TUIIOKCEMHEHN TTOKOSI.

Jlerouynas peabuiurtanus: ¢ pa3pabOTKON MJIaHa UHIUBUAYAJIbHOTO BEJICHUS
NalMeHTa, BKIIOYAIOEro o0pa3oBaTeIbHbIe JIEKIUU, pa3pad0TKy MJIaHa TUTaHUs,
NpoBeeHHEe  (PUBMYECKUX TPEHUPOBOK C  BKIIOYEHHEM  MHAUBUAYAJIHHO
NOMOOPAHHBIX  CWJIOBBIX  YNPaXHEHUW,  ICHUXOJIOTMYECKash  IMOJJIECPXKKA.
Pexomennyercs OonpbmivHCcTBY mnanueHToB ¢ MJI®. He mokazana HeOOJIbIIOMY
YUCITy OOJBHBIX.

Ponp nerounoi peabwiuranuu: yiaydiieHHe (YHKIIMOHAJIBLHOTO CTaTyca H
WHJUBUAYAJTbHBIX XapaKTEPUCTUK TEUEHUS OOJIC3HU.

14.2 MeankaMeHTO3HOE JieYeHue.

I'mokoxoptuxkoctepouabl (I'KC) u nuToCTaTMKU — OCHOBHBIE MpenapaThl
Uit iedenus OonbHbIX MJID, X0Ts y O0JbIIed 4acTH MALMEHTOB 3TH MpenapaThl
HE OKAa3bIBAIOT CYIIECTBEHHOTO BIMSHUS HA MPOJOKUTEIBHOCTh KU3HU. B
HACTOSIIIIee BpeMs HE CPEJCTB, CIIOCOOHBIX OCTAHOBUTH BOCHIAUTEIBHBIN TIPOIECC
i pudposupoBanue mpu UJID.

Jlnms y 1040 % OGonbabix WMJID HavanbHasi Tepanusi ¢ UCIOJIb30BAHUEM
['KC mnpuBOIUT K YACTUYHOMY YJIYUIIEHUIO COCTOSIHUSA, MNPH HSTOM IMOJHAs
pemuccusi 3a0ojeBaHusS HAOMIOJAETCS B €IWHUYHBIX ciydasx. [lpu WJID ne
HAOJIOAACTCsl CIIOHTAHHBIX PEMHUCCHUH, a CpEIHUE CPOKHU KU3HU, MO TOCIECTHUM
JAHHBIM, COCTaBJISIIOT OT 2 10 4 JEeT OT MOMEHTa YCTAHOBJICHHSI JUarHo3a.
HecMoTpst Ha HEOIArONPUSATHBIN NPOTHO3, JIEYEHUE AOHKHO ObITh HA3HAYEHO BCEM
MalKreHTaM C IPOTPECCUPYIONIUM TEUYEHUEM, Y KOTOPBIX HET MPOTUBOIMOKA3aHUM K
I'KC nnam nutocTaTHKaM.

BwmecTte ¢ TeM HEOOXOIMMO YUUTBIBATh, YTO OXKHUAAEMbIN JIeueOHBIA YPheKT
JIOJDKEH TepeBellMBaTh PHUCK OCIOKHEHMM oT Tepanuu. [Ipexne Bcero, 3To
OTHOCUTCS K mMalueHTam B Bo3pacte crapuie 70 ser, OOJbHBIM C KpailHeu
CTETICHBIO OXKUPEHUS, COIMYTCTBYIOIIMMHU TSDKEIBIMU 3a00JICBaHUSIMU cepilla U
COCYZIOB, CaXxapHbIM JUa0ETOM, OCTEOMOPO30M, TSDKEION  JbIXaTebHON
HEJIOCTATOYHOCTBIO, IPHU HAJIMYUU «COTOBOTO JIETKOTO» MPU PEHTTE€HOJIOTHYECKOM
UCCIIEIOBAaHUH.

Jlo Hauanma Tepamuy TAIUMEHTHl JIOJDKHBI OBITh HMH(GOPMHUPOBAHBI O
MOTEHITMAIBHOM pucke U mobouHbiX 3ddekrax Tepanuu ['KC u nurocTarukamu.
Tonbko Moce coryiacust MaueHTa MOXKET ObITh HAYaTO JICUCHHUE.

Pexomennyembie no3bl 'KC: 1 mr npenHuzonoHa Ha 1 kr maccel Tena
nepopasibHO, HO He Oosiee 60 Mr B CyTKH. DTy 103y Ha3HAYAIOT B T€UCHHUE 2—4 MecC.
C TMOCJEAYIOIIMM CHWXXKEHHEM J0 mnojanaepxkupatomein — 15-20  wmr/cyr.
[MurocTaTnueckas Tepanus (nukiodochaMul U a3aTUONPUH) NPUMEHSIIACH paHEe



y 60oabHbIX MJI®D, y koTOphIX 0TcyTcTBOBaN O0TBET HA ' KC-Tepanuto, y nauueHToB
C OCJIO)KHEHHMSIMU WM BbICOKMM puckoMm ocioxkHeHuil or 'KC. B nacrosiee
BpeMsl CUMTAIOT, 4TO KoMmOuHupoBaHHoe JjedeHue [KC wu murTocratukamu
NOBBIMAET PHEKTUBHOCTh U OJIHOBPEMEHHO IMO3BOJSIET CYHIECTBEHHO CHU3UTh
CyMMapHble J03bl TexX W apyrux mnpemaparos [1, 8, 9, 10, 11, 12]. OObiuHO
npuMeHsitoT 15-25 Mr npennusoiona exeaHeBHo u 200 mr nukinodocdana 2 pasza
B Henenmo. He pexomenayercsa npumenenue monotepanuu ['KC npu crabusibHOM
teuenuu UJID [8, 9].

Pexomenpanmu ERS u ATS 1o nedenuto 6oapHBIX UJID [12]:

- KOPTHKOCTEpOU (MPETHU30JIOH WM aHaor) - 0,5 MI/Kr Macchl Tena B
JIeHb TIepopalibHO B TeueHue 4 Henenb; 0,25 MI/KT B JIeHb B TeUeHHUE § HEElb.
[Tocrenennoe camxenue 10 0,125 mr/kr B ieHs win 0,25 Mr/kr yepes JeHb;

- IUTIOC a3aTHOTPHUH - 2—3 MI/KT B J€Hb; MaKCHUMaybHas g03a - 150 mr B
neHb. Jleduenne HaunHatoT ¢ 25—50 Mr B J€Hb, YBEJIMUUBAs 103y Ha 25 MI KaK/ble
1-2 Henenu 10 TOCTUKEHUSI MAKCUMAIIBHOM J03BI;

- win mukiaodocdamun - 2 Mr/kr B neHb. MakcumanbHas 103a - 150 Mr B
neHb. Jleuenne HaunHatOT ¢ 25—50 Mr B J€Hb, YBEJINUYMBAs 103y Ha 25 MI KaX/ble
1-2 Henenu 10 JOCTUKEHUSI MAKCUMAIbHOU JTO3BI.

Tepanus gomkHa TpoOJOJBKAThCs He MeHee 6 MecsieB. DPPEeKTUBHOCTD
ONpENENACTCS  €KEMECAYHO MO  KIMHUYECKHM, PEHTTCHOJOTHUYECKUM U
(YHKIIMOHATBHBIM JJaHHBIM. Ba)KHEWIIMM KOMIIOHEHTOM JieueOHOro Impoiiecca
SBJISIETCS MOHUTOPUHT HEXeaTeabHbIX 3(PGEKTOB Tepanuu.

Jleuenue umkiaopochaMugaoM U a3aTHONPUHOM TPEOYEeT exKEHEIETbHOIO
KOHTPOJISl JICMKOIIUTOB U TPOMOOIIUTOB B KPOBU. ECIIM KOIMYECTBO JICMKOIMTOB
ymenbiaetrcs < 4000/mMm3, a tpomOonmToB nagaet Huwxke 100 000/mm3, neuenue
MPUOCTAHABIIMBAIOT WJIA HEMEIJIEHHO yMeHbliatoT 103y Ha 50 %. KoHTpouib
BOCCTAHOBJICHUS YMCIIA JICMKOIIUTOB M TPOMOOIIUTOB MPOBOJIUTCS €KEHEICIBHO.
Ecnu BoccTaHoBieHUs He HaOIIOACTCs, ITUTOCTATUKH CIEIYEeT OTMEHUTH [0
JOCTUKEHUSI HOPMAJIM3allMU KJIIETOYHOT'O COCTaBa KPOBHU.

A3aTHONPUH Takke 00JIalaeT renaTOTOKCHMYECKUM JAeicTBUEeM. B cBsizu ¢
TUM TAIMEHTaM, NPUHUMAIONIUM a3aTUONPHUH, HEOOXOJUMO EKEMECSIIHO
ONpeNIeNIATh YPOBEHb TpaHCaMUHa3. JIeueHre MpruOCTaHABIUBAIOT WJIM YMEHbBIIAIOT
703y, €CIIM COJEpKaHWe allaHMHaMUHOTpaHcdepasbl Oojiee 4yeM B 3 pasa
MIPEBBIIIAET HOPMY.

[Ipun MCIIOJIb30BaHUN nukiopochamuia MOYKET pa3BUBAThCS
reMopparuueckuit mUcTuT. s mpoduiakTUKU pEKOMEHIyeTCsl OOUIIBHOE MTUTHE C
€KEMECSIYHBIM KOHTPOJIEM KOJIMYECTBA APUTPOLIUTOB B MOYE.

D@ GdEeKTUBHOCTL  MpenapaTroB, TOPMO3SIIUX CHUHTE3 KOJUIareHa |
dbudpo3upoBanue (D-neHUNIMIITIAMUH, KOJIXUIIMH, UHTEP(EPOHBI), 10 HACTOSIIETO
BPEMEHU HE JI0Ka3aHa. D-neHunuuiaMuH (KynpeHui), MUPOKO TPUMEHSBIIUICS
paHee, Oojiee 4YeM Yy TIOJIOBHHBI OOJBHBIX BBI3BIBAET CEPhE3HBIC MOOOYHBIC
3h(}EKTh, KOTOpPBIE MO THKECTU TEUEHUS KOHKYPHPYIOT C OCHOBHBIM
3a00JIeBaHUEM.

OO0o001mIeHHbIE  pe3yabTaThl  PAHAOMHU3UPOBAHHOTO JBOWHOTO  CJIETIOTO
ianebo-kouTponupyemoro uccienoBanusi IFIGENIA — mpoaemoncTpupoBanu



nenaecooopasnocth mnpucoenunennss k tepanuu [KC y O6ompabix WJIO N-
alleTHIUCTeMHAa B BbICOKMX mo3ax (1800 mr B cytku) [13]. N-ameruimucrent
sameisier cHkenue JKEJI u DLCO. Ilpenapat nmo3Bojisier 0osee yCrnemnrHo, 4em
TOILKO ~ WUMMYHOCYINIPECCHBHAsi  Tepamusi,  CTaOWIM3UPOBATh  KIMHHKO-
(GyHKIIMOHATBHBIE TMOKa3aTenu y OonbHBIX WMJI® M CMITYUTH HEXKelaTeIbHbIC
a¢dexrol, BezbiBaeMbie | KC u iuToctaTtikamu. B To e Bpemsi MoHOTepanus N-
alleTHIIUCTCMHOM HE IOKa3aHa B CBSI3U C OTCYTCTBUEM 3¢ dekra [13].

14.3. ipyrue BUAbI JIeYeHHs . HET (C yU4ETOM JOKa3aTEIbHOM 0a3bl)

B psge ciaydaeB MOXeT OBITH PacCMOTPEHO NPUMEHEHHE HWHTHOUTOPOB
OJID-5 (cunaenadui) 1 CHIKEHUE CPETHEro NaBJICHUS B JIETOYHOW apTepUH Y
yacTu nanueHToB npu PcpJIA >25 mm/4ac.

14.4. XxXupypruuyeckoe BMeNIATEJbCTBO. TpPAHCIUIAHTAIlUMSA JIETKUX  (TIpH
HEAIP(PEKTUBHOCTH MEIUKAMEHTO3HOTO JIEUEHUST B TEUEHUE OIPENEICHHOrO
NEepUOAa, MPU OTCYTCTBUHU MOJIOKUTEIbHOW JMHAMUKHA OCHOBHBIX WHIMKATOPOB
3¢ (HEKTUBHOCTH JICUEHHUS) U JP.
14.5. npodunakTnyecKkue MeponpusTUsi: He pa3paboTaHBbI
14.6. nanbHejilee BegeHHE!
- ipu 3((HEKTUBHOCTH HAYATON MEIMKAaMEHTO3HOHM Tepaluu MPOJOLKEHHUE €€ 10
WHIUBUIYAIbHO pa3pabOTaHHOM MporpaMMe € y4eTOM OTBETa Ha JIEYEHUE M
n000YHBIX 3P (EKTOB;
- Ipu OTCYTCTBHM 3(p(PeKTa OT MPOBOAUMON TEpANHUH W/UIU MPOTPECCUPOBAHUU
3a00seBaHus (C YYETOM MHIUKATOPOB 3(h(PEKTUBHOCTU U OE30MaCHOCTH) pELICHUE
BOITPOCA O 11eJ1eCO00Pa3HOCTU TPAHCIIAHTALIUU JIETKUX;
- peuieHue BOOpoca TPYIOCHOCOOHOCTH MalMeHTa C YYETOM CTENeHH
BBIPQKEHHOCTH JIbIXaTEIbHON HEAOCTATOYHOCTH.
15. Huaukatopbl 3PPeKTHUBHOCTH JiedeHHUST M 0e30IMaACHOCTH MeETO/lA0B
JANATHOCTHKH U JIeYeHUsI, ONTUCAHHBIX B IPOTOKOJIE!

Okcnepramu  ERS  u  ATS paspabotanbl  clieyronue KpUTEpUU
s dextuBHOCTH Tepanuu rnpu UIID [12]:
- Knunuueckoe ynyywenue: HalU4We HE MEHEE JIBYX CJENYIOLIUX KPUTEPUEB B
TE€UYEHHE JABYX MOCIEI0BATEIbHBIX BU3UTOB B MEPHO OT 3 710 6 MECALIEB JICUCHUS:
YMEHBIIIEHNE CTETICHN OJIBIIIKH U TSKECTH KaIllIs;
- Penmeenonocuueckoe ynyyuienue: yMEHbIICHHE MAPEHXUMATO3HBIX W3MEHEHUUN
1o aHHbIM pertrenorpaduu unu KTBP nerkux;
- DyHKYUOHANbHOE YIyYuieHUue: HaIu4he He MeHee JIByX KputepueB: — > 10 %
yBenuuenue TLC umu OXKEJI (munumym 200 mn); — > 15 % yBenuwuenue DLco
(MuauMyM 3 mu/muH/MM Hg); — 3HaunTenpHOE yiyumeHue (> 4% equnuil, > 4 MM
Hg) Sa02 wmm PaO2, u3MepeHHbIX MpU NPOBEAECHUU TecTa ¢ (HU3UIECKOM
Harpy3Komu.
Omcymcmeue Cepbe3HBIX HeXeNaTebHbIX 3(h(PEKTOB TPOBOIUMOI TepaIuu.

1. OPIAHM3AIIMOHHBIE ACIIEKTBI BHEJAPEHUA
IHPOTOKOJIA:



16. Cnucok pa3padoTUYMKOB MPOTOKOJA ¢ YKa3aHHEM KBAJIM(PUKANUOHHBIX
JAHHBIX:

Koznosa WM.IO. - n.mH., npodeccop, 3aB. Kadeapod MyJIbMOHOJIOTUU U
dTuznarpun MeaunuHcKoro Y HuBepcureTa AcTana;

JlateimoBa H.A. — 1.M.H., fouieHT Kadenpsl BHYyTpeHHUX OoJie3Hel MeauiuHCKoro
YHuBepcurera ActaHa;

bakenoBa P.A. — a.m.H., npodeccop MeauruHckoro YHuBepcuTeTra AcTaHa,
rnaBHbI TepanesT ML Y11 PK;

[NapxanoB K.A. — k.M.H., HauanbHUK oTaena coBepuieHcTBoBaHust [IMCII PI'TI Ha
IIXB «PLIP3»

17. Yka3zanue Ha OoTCyTCTBHEe KOH(JIMKTA MHTEepecoB: Pa3paboTuuku TaHHOTO
MPOTOKOJIA TOJTBEPKIAIOT OTCYTCTBHE KOH(JIMKTa HHTEPECOB, CBSI3aHHBIX C
MPEANOUYTUTENHHBIM OTHOIIEHUEM K TOW WM MHOM rpymnne (gapmManeBTUYECKUX
IpenapaTroB, METOJ0OB 00CIIETIOBAHUS WM JICYCHUS MAIIMEHTOB C UIUOTATHUYECKUM
JIETOYHBIM (PUOPO30M.

18. Pemenzentnl: AiiHabexkoBa b.A. — a.M.H., mpodeccop, 3aB. Kadeapoi
BHYTPEHHHX 00JIe3HEeH 110 HHTepHAType U pe3usieHType AO «MYA»

19. ¥Yka3anue YyCJI0BHH IepecMOTpPa MPOTOKOJA: IIEPECMOTP IPOTOKOJIA
IIPOBOAMTCS IO Mepe MOABIICHHS HOBBIX cBeaeHni no MJID, Ho He pexe | pasa B 2
roja.
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