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OCHOBHI NOJ1I0XXeHHSA

 lpionatnyHnm nereHesuin ¢ibpos (IJ1P) - HaMnowMpeHiWMN NiATUN
3BMYaANHOI iHTepCcTULiNHOT NHeBMOHii (31MM); BiH 3a3BM4Yan Beae A0
nporpecyt4oro nereHesoro ¢ibpoasy.

* B 6inblUOCTi BUNaAKiB €TioN1I0riA HEBIAOMA, @ NPOrHO3 HECMPUATINBUN,
0/Z1HAK, Nepebir 3aXxBOprOBaHHA MOXe byTK pPi3HUM. Y NeBHOT Ki/IbKOCTi
MaLiEHTIB 3aroCTPeHHS MOXe BUHUKHYTK B byab-aKin dasi
3aXBOPHOBAHHS.

* O3HaKM Ta CUMNTOMM Ha NOYATKY 3aXBOPHOBAHHSA YacTo HecneundiyHi,
CaMe TOMY HepiAKo AiarHO3 BUCTABAETLCA i3 3aMi3HEHHAM.

» [liarHO3 NiATBEPOKYETLCA Y Crewiani3oBaHnX 3ak1agax.

* Ha aaHum Yac He icCHye MeANKAMEHTO3HOI Tepanii, AKa Bede Ao
oAy>aHHA. MNippeHiaoH Ta HIHTeAaHIb MOXYTb CNOBISILHUTH
NporpecyBaHHA 3aXBOPHOBAHHA Y AEAKMX NALEHTIB.

* Y peaknx BMnaakax TPAHCNIaHTALiA SlIereHb PO3rnAfa€eTbCa AK BU,
NiKyBaHHSA.

Enigpemionorisa

* [lowwnpeHicTb Yy CBITI Pi3Ha, Big 7 Ao 20 Bunagkis Ha 100000 HaceneHHs.
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CnmnTomMm

* [1AUIEHT YACTO CKAPXMTbLCA HA TPMBANINN HENPOAYKTUBHMW Kallenb A0
NOCTAaHOBKM AliarHO3y. 3aAnNLIKa 3'AB/IETLCA NPU NPOrpeCcyBaHHi
3aXBOPHOBaHHSA. [ApAYKA He XapaKTepHa.

KniHiYHiI 3HaXiaku

* Ha no4aTKOBMX CTAAiSIX 3aXBOPHOBAHHA pe3ynbTaTh AK ayCKybTauil, TakK i

iHCTPYMEHTaJIbHUX A0CNiIAXKEHb MOXYTb 6YTN HOPMaJIbHUMM.

» OpHak, iHcnipaToOpHi ApiBHOMIXypLLEBi BOIOT XpUMN MOXYTb
BMCJTYXOBYBATMCS BXe MPpW NepBUHHIN AiarHocTuui (ayaio3pasku
[249|Fibrotising alveolitis a...] [2A%|Fibrotising alveolitis] ).

* Y nesaknx Naui€eHTIB CNOCTEPIratoTbCs HIrTi y BUrsa4i rOANHHUKOBMX
ckeneub Ta nanbli y dopmi 6apabaHHMX NasnyoK.

 [losiBa 03HaK, LLO NOB'A3aHi 3 NepeBaHTaXX€HHAM NPABOro LWIYHOUKa,
CBigYaTb NPO NPOrpecytoyy CTaAito 3aXBOPIOBAHHS.

JocniaxeHHsa

JlabopaTopHi focniaxeHHA

o Ana IN1® HeMae XxapakTepHNX 1abopaTOPHUX BiAXWUIIEHb, AKi YiTKO
BKA3ylOTb Ha 3aXBOPIOBAHHSA.

* LLUOE Ta C-peakTnBHMM 6iN0OK 33a3BMYal B HOPMI.

* [pn nporpecyBaHHi 3aXBOPIOBAHHA Y MaLIEHTA PO3BMBAETbLCA
rinokceMmisl, AKY MOXXHA BUAIBUTU SIK MY/IbCOKCMMETPIELD, TaK i aHasi3oM

ra3soBoro cknaay Kposi npu ¢isMYHOMy HaBaHTaXXeHHi Ta/abo B cnokoi.

Bi3yani3sauinHi gocnigxeHHs

* PeHTreHorpadis Ormn
o JIiHINHI ywinbHeHHA abo MantoHOK y BUrNaai 64>K0NMHUX COT B
6a3anbHUX Bigainax nereHb. PeHtreHorpadia O moxe 6yTu
Man>ke HOPMaJIbHOK Ha PAHHIX CTagifax.

» Komn'toTepHa Tomorpadis 3 BUCOKO po3AisbHOM 3aaTHicTio (BPKT) -
HAMBA>XK/INBILLMWN KOMMOHEHT B AiarHoctuu,i IJ1P.
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° BAN3bKO y ABOX TPETMH NaUieHTIB 3 IJID BuaBnaoTb Ha BPKT
TUNOBI 3MiHWN ANA 3BUYANHOI iIHTEPCTULIAIbHOT MHEBMOHI, 3rigHO
YMHHUX MI>)KHAPOAHNX KpUTEPIIB: aHOMAaIil CNOJIYYHOI TKAHMHMN,
MaJIlOHOK Y BUrNaai 6,4>K0ONIMHNX COT, TPAKLUiMHI 6poHXoeKTasn,
JI0Kani3auia 3MiH cybnneBpanbHo Ta 6a3anbHO. AKLLO
pe3y/bTaTh He BiANoBiAal0Tb BMLLEBKA3AHUM KPUTEPIAM, 3rigHO
3 YNHHOM Knacndikaliero Takmn pesynbtaT BPKT onucyeTbea
abo ak nmosipHa 3IMM, abo Ak TakuK, Wo He Bignosiaae 3IM.

o |HoAj Ha BPKT MOXyTb 6yTW NPMUCYTHI HE3HAYHI cybniieBpasibHi
YLLiIbHEHHA NO TMNY “MaTOBOro cka”. TakoXX MOXXHa BUABUTH
He3Ha4yHe 36inblueHHA NiMbaTUYHNX BY3iB.

JiarHocTtunka

» [liarHO3 NiATBEepPAXYETbCA B CNeLiaNi3oBaHMX 3aK1aAax.

* 33 HaaBHOCTI Nigo3pu Ha IJID ronoBHOO 33434€eH0 CTAE BUKJ/THOYEHHSA
IHLLINX MOXJINBUX diOpO3yHOUMX 3aXBOPOBaHb SlereHb, AKi cxoxi Ha 3IM,
[0 AKNX HaJleXXaTb HACTYMHi: a3becTo3

Her1a1°®2| XBopo6K, cnpuymHeHi Bnau...] , IHTEPCTULINHI 3aXBOPHOBAHHSA J1I€reHb,
acouinoBaHi 3 peBMaToigHMM apTPUTOM ab0o iHLINMMKN 3aXBOPHOBAHHAMM
CMOJIy4YHOI TKAHWUHWN, XPOHIYHMI aNepriyHUnN aNnbBeONIT

[ho532"°%3| A nepriynHni anbBeonit], 1IereHeBa peakLuis Ha NiKMW.

* dkuwo npu BPKT BMSAAB/IEHO TUMOBMMN, BiAMNOBIAHO A0 YMHHOI
Knacmaoikauii, ana 31N MantoHoK, a iHWwi MoxXnBi ¢ibpo3ytoui
33aXBOPHOBAHHA JIereHb BUKJIKOYEHI, AiarHO3 MOXKHA BUCTAaBUTKM 33
AAHUMM KNiHIYHOT KapTUHM Ta AaHnMK BPKT. B 6inblwiocTi BUNaakis
HeMae noTpebu B NnpoBeaeHHi 6poHxockonii Ta TpaHCOpOHXiaIbHOT
6ioncii abo aHanNi3i 6poOHX0aIbBEOSIAPHOrO JIaBaXYy.

* Akuwo npu BPKT BMABASETbCA MAJIFOHOK, AKWUN BiANOBIAJE KPUTEPIAM
nmosipHoi 3IM abo He Bignosiaae 3IM B3arani, KiHLEBMI AiarHO3 Ma€
6yTn NiaTBEPAXEHUN FICTOIONYHO LLJIAXOM XipypriYHOi IereHeBoi
6ioncii abo kpiobioncii.

> [Mepep npoBeaeHHAM b6ioncii 1ereHb cNig NnepekoHaTUCa B TOMy,
4YM NiAXOAMTb NALIEHT ANA npoueaypun. Y Aeaknx NauieHTIB
BHACNiA0K, HANPWUKAA, BaXKKOCTi 3aXBOPIOBAHHSA, CYMYTHIX
CTaHiB, NOXMNOTro BiKY, pU3KMK MpW XipyprivyHin b6ioncii nereHb
MoOXe 6yTV 3aHaATO BUCOKUM.

o XipypriuHa 6ioncia nereHb NpoBOANTLCA METOIOM XipypriYHOi
BigeoTopakockonii abo BigkpuToi 6ioncii nerexso.
PekoMeH0BaHO NPOBOANTM AeKisibKa HBioncin, K MiHIMyM 3
NBOX, 63a>XXaHO 3 TPbOX, YaCTOK JIEr€Hb.
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o Kpiobioncia npoBoaMTbca Nig Yac 6poHxockonii. BaxkaHo
npoBoAMTM 3abip KiJIbkox 3pa3kKiB. Lis MeToamnka HoBa.

* OCTaTOYHMM AiarHO3 BUCTABAAETLCA MY/IbTUANCUNMNIHAPHOLO
KOMAaH/1010, B AKY BXOAATb MYJIbMOHOJIOT, PaAioJsior, i 33 noTpebu
naTonoroaHaTom (natosor).

* Tunosi 3Haxiakun npu cniporpadii HaCTYNHi: 3HMXKEHHA dopcoBaHOI
XNTTEBOI EMHOCTI NnereHb(PXKEJT), To6TO pecTpUKTUBHUN aedekT, i
3HWXKEHHA AndY3iHOT 3AaTHOCTI IereHsb.

JlikyBaHHA psie) Bsic

* JlikyBaHHS IJ1® npoBOAMTBLCA BY3bKMM criewianictoMm. MNpoTe, noganblie
NiKYyBaHHA Ta CNOCTEPEXEHHA MOXXE NPOBOANTCA Y NEPBMHHIN MeANYHIN
J0MNOMO3i.

* Ha paHwnn yac He iCHYE MeanKaAMeHTO3HOI Tepanii, AkKa Beae Ao
OY>KaHHS.

* MipdeHigoH [(%|C] abo HiHTenaHib MoOXKHa BUKOPUCTOBYBATH 1A
NiKyBaHHA NAUIEHTIB, y AKMX AiarHo3 |JI® BUCTaB/I€HMW 3TAHO YNHHUX
AiarHoCcTnYHNX Kputepiie, ®XKEJT 3HaxoanTbCa y Mexax Big 50% 0o 90%.

o 1nA NauieHTIB, AKi NPUMalOTb NipdpeHifoH, peKkoMeH40BaHa
BiAMOBaA BiJ KYPiHHA.

o CraTyc peimbypcauii nippeHigoHy Ta HiHAeTaMiby BU3HAYaETbCS i
PeryyitoETbCA AEePXKABOIO.

o Ha gaHum vac, nipdpeHiloH Ta HiHTeJaHib Noka3aHi ana
NiKyBaHHA Tinbku IJI® i He noKa3aHi A4NAa NiKyBaHHSA iHWMX TUNIB
$ibpo3y nereHb abo pibpo3y iHWNX OpraHiB.

» lacTtpoesodareanbHa pedtokcHa xBopoba (FEPX)
[hesTaro%|racTpoe3odareanbHa pedaio...] JTIKYETbCA 338 HAIBHOCTI CUMMNTOMIB Y
nauieHTa. PekomeHaauii BapitotoTb 3a/1€XXKHO Bif, CKPUHIHTY Ta JlikyBaHHSA
Navui€HTIB.

* OCTaHHA MiXKHAapOAHA HAaCTaHOBA PEKOMEHAYE BUKOPMCTOBYBATH
OKCUreHoTeparnito Ta iereHeBy peabiniTauito. binbLue Toro, naniatneHe
CMMMTOMATHYHE JIIKYBaHHA AYyXXe Ba)K/1MBe, 0cob1mBo npu
NporpecyBaHHi 3aXBOPHOBAHHSA.

* [pMAAaTHICTb NALIEHTA A8 TPAHCM/IAHTAUIl 1IereHb BapTo OLUiHIOBATM Y
BCix Bunaakax IJ1o.
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MporHos

* 3rigHO JAHWNX [OCNIO)KEHb, CepeaHA TPMBAICTb XNTTA CKaaae 3-5
pokiB. OfgHak, nepebir 3aXBOpPOBAHHA MOXHA CMOBIIbHUTA Y IeKUX
naLieHTIB.

* lMepebir 3axBOPIOBAHHA AYXe BiAPi3HAETLCA Y Pi3HMX NALLIEHTIB. Y
NeAKNX NaLieHTIB 3aXBOPHOBAHHA MOXe NMporpecyBaT NoBiNIbHO abo
3a/MWaTrCca cTabiNbHUM HaBITb NPOTAroM AEKi/IbKOX POKiB, @ B iHLINX
NaLiEHTIB MOXYTb BYTWN 3aroCTPeHHA, AKi BUKJINKAOTb BUPaXKeHy
NlereHeBYy He4OCTATHICTb.

» JlesaKi NauiEHTN MOXYTb TAKOXX 3iTKHYTUCA 3 Pi3HUMMN CTAAIAMN
nporpecyBaHHS 3aXBOPHOBAHHS.

3arocTpeHHA

» PanTtoBe nporpecyBaHHSA |J1O po3UiHIETLCA AK 3aroOCTPEHHA
33aXBOPOBaHHA. MpUYNHK MOXYTb ByTK BigoMnumn (iHdekuis,
NikyBaJsibHa npoueaypa, Nikn, acnipauia) abo HesBigoMnMu (igionaTnyHe
33aroCTPEHHS), NPM AKOMY CTaH He MOXXHa NOB'A3aTH Ti/IbKK 3 CEPLLEBOIO
HeAoCTaTHICTIO abo 3aTPUMKOIO PianHM.

* BiporigHicTb 3arocTpeHHs He MOXHa nepenbayYnT y KOHKPETHOro
nauieHTa. Came ToMy HeObXiZIHO OLiHIOBATM NPUAATHICTb NALLIEHTa A0
TPAHCM/IaHTALiT 1IereHb HA MOMEHT BCTAHOBJIEHHSA AiarHo3y.

* [1nA 3aroCcTpeHHA XapakTepHi NOCUIEHHSA 3aANLLKM Ta HOBi 3MiHM Ha
BPKT. BignoBigHoO 00 BU3HAYEHHS, Li CUMNTOMM Ta HOBI ABO6IYHI,
BUABJIEHI PafioIori4YHO 3MiHM B a/1bBE0J1aX, PO3BMBAOTbLCA MEHLLUE
micaus.

* 3arocTpeHHsA I/1O maHidecTye y Burnagi ondysHoro ypaxxeHHs aibBeosn
(OYA), niagTBEpAXKEHOrO FiCTOIONYHO Ta pagiosioriyHo. AYA Takox
CNOCTEePIraeTbCA NPU 3aroCTpeHHi iHWnx ¢ibpo3younx CTaHiB JiereHb,
rocTpomy pecnipatopHoMy anctpec-cuHapomi (TPAC) Ta peakuii nereHb
Ha MPUCYTHICTb BipyCHMX iHbeKLin (HanprKNaa, TAXKNN FoCTpUin
pecnipatopHut cuHApoMm (TIPC), CBUHAYMIA FPUM, NTAWWMHWIA Tpuyn).

* Ha gaHumM Yac He icHye epeKTUBHOIrO MeaMKaMeHTO3HOro abo iHWoro
NiKYBaHHA 3arocTpeHb /10, xo4a 4acTo BUKOPUCTOBYHOTLCA
rTFOKOKOPTUKOIAN.

[NoB'A3aHi pecypcun

» KokpaHiBcbKi ornagmn [seg|Idiopathic pulmonary fib...]
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* |HTepHeT pecypcu [5e52%*"|Idiopathic pulmonary fib...]

» JlitepaTtypa [5552°* |Idiopathic pulmonary fib...]
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HacTtaHoBM

* HactaHnoBa 00139. XBopo6u, cpuynHeHi BniinBom asbecty.
* HactaHosa 00137. A/IepriYyHMN a/IbBEOIT.

* HactaHnoBa 00170. FacTpoe3odareasbHa pedtokcHa xBopoba.

Aynio

* Aypio 00002. Fibrotising alveolitis associated with rheumatoid arthritis.

* Aypio 00003. Fibrotising alveolitis.
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Jokasosi ornagn Duodecim

« Jlokasosuii ornag 06222. Pulmonary rehabilitation for interstitial lung disease.
JaTta oHoBneHHA: 2017-04-12
PiBeHb goka3oBocTi: B
Pestome: Pulmonary rehabilitation appears to be safe and to provide short-term
improvement of functional exercise capacity, dyspnoea and quality of life in patients
with interstitial lung disease.

« Jlokasosuii ornag 00721. Domiciliary oxygen for interstitial lung disease.
Jlata oHoBneHHA: 2017-04-12
PiBeHb gokasoBocTi: C
Pe3tome: Oxygen therapy may not increase survival in patients with interstitial
pulmonary fibrosis.

« [Joka3osuii ornag 04362. Non-steroid agents for idiopathic pulmonary fibrosis.
JaTta oHoBneHHsA: 2010-10-15
PiBeHb pokasosocTi: C
Pestome: Pirfenidone may improve progression-free survival in patients with idiopathic
pulmonary fibrosis, but more data are needed on overall survival and quality of life.
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