NPOEKT

HAPEJBA Ne «.ooovveeeeee ] eeeeeeenen,

3a mpueMaHe Ha apMaKo-TepaneBTUYHO PHKOBOJACTBO

IO MHEBMOJIOI'S U (l)TI/ISI/IanI/Iﬂ

Yien eqmHceTrBeH. C Ta3u Hapenda ce mpuema (papMako-TepaneBTUYHO PHKOBOICTBO IO
MTHEBMOJIOTHS U PTU3HATPHUS, CHIIIACHO PUIOKEHUETO.

IIpexoaHu ¥ 3aKJIIOYUTETHU pPa3nopendu

§1. Ilpunoxenuero ce myOaMKyBa KaTo MPUTYpKa Ha HMHTEpPHET CTpaHMIIATa Ha
JIbpKaBEH BECTHHUK.

§2. Ta3su nHapenba ce mpuema Ha ocHoBaHue wi. 259, am. 1, T. 4 or 3akoHa 3a
JIEKapCTBEHHUTE MPOJYKTH B XyMaHHATa MEIUIIMHA.

§3. Yka3zaHus 1o mpuiiaraHeTo Ha Tas3u HapezaOa ce gaBaT oT HanumoHanHus chBeT 1o
LIEHU U peuMOypcupaHe Ha JIGKapCTBEHUTE TIPOTYKTH.

§4. Hapenbara e npuera ¢ Pemenne Ne ................... Ha HanuoHamuus ceBeT 1o
[IEHU U peuMOypCcCUpaHe Ha JICKapCTBEHUTE TIPOTYKTH.



Hpuﬂoafceuue KbM YjleH eOUHCMEEH

dapmako-TepaneBTUYHO PbKOBOJACTBO
10 NMHEBMOJIOTUS U (pTU3UATPUS

I. BPOHXHUAJIHA ACTMA

1. Onpeoenenue

ActMmara (BA) e xereporenHno 3abo0ss1BaHe, OOMKHOBEHO CE€ XapaKTepHU3Upa ¢ XpPOHUYHO BH3IAJICHUE
Ha AUXAaTCJIHUTC I'bTUIIIA. OHp@[[GJ'ISI CC KaTo UCTOPpHUA Ha PECIIMPATOPHU CUMIITOMU KAaTO CBUPCHC,
HEJIOCTUI Ha BB3AYX, CTATaHe B TIBbPAWTE W KalUIMIA, KOUTO BapupaT BBB BPEMETO U IO
HMHTECH3UBHOCT, 3acJIHO C BapI/Ia6I/IJIHa JMMHUTAlMA Ha CKCIIUPATOPHUSA BB3AYLICH ZIC6I/IT.
JlumuTanusTa Ha BB3AYIIHUS AEOUT MO-KHCHO MOXKE J]a CTaHe TIePCUCTUCTHpAIIIA.

2. Pasznpocmpanenue

ActmaTta ocraBa cBeTOBeH 31paBeH mpobimeM. BA 3acsra 10-15% ot gemara u 5-10% or
BB3PACTHUTE C pazIMyHa YECTOTA B OTJICTHUTE PETHOHU Ha CBETA, MO-TOJISIMA B Pa3BUTUTE CTPAHHU.
339 muIH. ca ManUeHTUTe ¢ acTMa B cBeTa. bpost Ha 6omHuTe OT BA B bbarapus e nax 400 000
aymu. B rino6anen acnekt npe3 2015 r. 0.40 MiH. aymu ca 3aruHaiu oT BA, KoeTo e HOHUXEHue ¢
26.7% B cpaBHenue ¢ 1990 r. Hail-ronsiMo HamareHue Ha Pa3NpOCTPAHEHHWE M CMBPTHOCT CE
OTYUTA B CTPAHUTE C BHUCOK COLMaNHO-AeMorpadcku uHAekc. [loBeyeTo OoT CMBPTHUTE Cllydau
mopajau actMma, ca npenoTBpaTtuMu. [IpuymHUTE 3a TSIX ca HEMOAXOJSIN MOJXOJ B JICUEHHUE HA
3a00/15IBaHETO WJIM TPEeKOMepHa yrmoTpeda Ha oOyexdaBan] OpOHXOIWUIATHPAIl MEIUKAMEHT
BMECTO MOIBPKAIIOTO MPOTUBOBB3NAIUTEIHO JICYECHUE.

3. Kaunuxa

Knunnunara kaptuHa Ha BA BKJIIOUBa ClIeTHUTE CUMITOMHU: 33JyX, CTSATaHE B I'bPIAUTE, CBUPEHE
B IbpAuTe M Kanumuma. [IposBsBar ce KaTo THEBHM €MHM30M, HapyllaBally oOW4YaifHaTa
AKTUBHOCT HA NMAIMEHTUTE WM HOIIHM IPUCTBIMU OT 3a1yX, HapyllaBallld CbHS U IOYMBKATa.
Haii-xapakTepHa mposiBa € BHE3allHO HACTBIWJI MPUCTBI HA 3a]lyX, KOMTO yecTo ce HalmIoaaBa
npe3 Houra. bonHuAT ce chOyxkaa ¢ TeXKeCT B I'bPIUTE, 3a€Ma OPTOMHOWYHO MOJOXKEHUE, U
MBUMTENIHA, Jpa3Hella Kanuiuia, xpunrene. [lpu ayckynaranus ce ycTaHOBSBa OTCIA0CHO WU
M30CTPEHO BE3UKYJIAPHO AMILIAHE C YIBJDKEH EKCIUPUYM M CYXU CBUPKAILU U XbPKAIlld XPUIIOBE.

IIpn TeXbK acTMaTW4yeH NPUCTBI, MPOABDKABALL OT 4acOBE 0 JACHOHOIIUS, C€ TOBOPH 3a
acTMaTHueH cratyc. Toil He ce MOBIHsIBa JOCTaThYHO OT OPOHXOAMIATATOPHO JeueHue. [Ipuannu
3a BJIOLIABaHE € PA3KO MPEKBCBAHE HA JICYEHHUETO, HEMIPABUIIHA MHXAJIATOPHA TEXHHUKA, MACHBHA
eKCIIO3UIUsl Ha aJlepreHu, BUpycHa MH(MEKIMS U HempaBWIHO jJedyeHue. ChCTOSHUETO € TEXKO,
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H3UCKBA XOCIUTalIn3auud B CIICHUAIU3UPAHO 3/IPaBHO 3aBCACHUC, MHTCH3MBHO OTACJICHUC U IIPpU
HYXJ1a I/IHTY6aI_[I/ISI 1 MCXaHHMYHAa BCHTHUJIAIIUA.

4. luacnozama mpaobea oa ce 6azupa Ha .

- HUcropus 3a cumnromu
- JlokasarescTBa 3a BapuaOWIIHA TUMUTALUS

- HOKaSaTeHCTBa 3a JUardosa OT INaquCHTCKaTa JOKYMCHTalUWA IPCau CTapTUpaHC Ha
TCpalusAaTa

- UYecroe TPYAHO Jia C€ IIOCTABU, KOT'ATO € CTapTUPAHA KOHTPOJIMpAaIlla TCparinsd

Actmara ce XapaKTepusrupa C BbB3HNAJICHHUC Ha AUXATCIHUTC IIbTUIIA U C 6pOHXI/IaJ'IHa
XUIEPPCAKTHUBHOCT, HO HC € HGO6XOILI/IMO WK JOCTAaTBhYHO 3a AUar"Hosara.
Ilosuwena eeposimHocm cumnmomume oa ce Ovdicam Ha acmma, aKo:
IloBeue ot C¢IWH BUJ CHMIITOMH (XpI/IHOBe, HEOOCTHUI HA BB3AYX, Kalljinla, CTAraHc B

I'bPIUTE)
CUMIOTOMUTE YECTO Ca MO-JIONIH MPE3 HOIITA WK PaHO CYTPUHTA
CHUMITTOMHTE BapupaT BbB BPEMETO U B HHTCH3UBHOCTTA

CumMmnroMuTe ce 3aJieficTBaT OT BUPYCHU HH(beKHPII/I, TPCHUPOBKH, M3JIAraHC Ha aJICPIrCHHU,
IIPpOMCHH B aTMOC(i)epHI/ITe ycCiioBUs, CMAX, APpa3HCIIH BCUICCTBA, KATO U3TOPECJIN I'a30BC, TUM
HJIN CUJIHU MUPU3MHU

Ilonuscena gepoamnocm cumnmomume 0a ce 0v1Hcam HaA ACMMA, aKo'
N3onupana xamnuuia 6e3 Ipyrd pecnupaTopHu CUMITOMU

XPOHUYHO IIPOU3BOACTBO HA XPAuKH
3aTpyAHEHO JUILAHE, CBBP3aHO ChC 3aMaliBaHe, [N1aB000JINE WU NepU(EPHO U3TPBIIBAHE
bonka B repaure

I[I/IHHCH, MMpeaAn3BUKaHa OT YIIPAXKHCHUA CbC CTPUIAOP

Bapuaﬁwma Jaumumavus - nomm;pdeme Haluvyuemo Ha ocpanuvdenue Ha 31;30ymuu}l nomok

e Jlokaxere, ue FEV1 / FVC e namanen (rmoHe BeIHBX, Hampumep, korato FEVle
HUCBHK)

e Crotnomenuero FEV1 / FVC obuknoBeno € > 0.75 — 0.80 npu 3a1paBu Bb3PAaCTHU U
> 0.90 npu nena

e Vmeperte ce, ue BapHanuaTa B 0enoapoOHaTa GyHKIUS € MO-TOJIsIMa, OTKOJIKOTO MPH
31IpaBH WHIUBHIH

e KonkoTO € mo-rojisiMa BapuaiysaTa, TOJKOBA MO-TOJIsIMA € BEPOSTHOCTTA JUarHo3ara
Ila € acT™Ma



e [IpekomepHa 0OpaTUMOCT Npu OpoHXOAMIATATOP (BB3PACTHHU: YBEIMYCHHE HA
FEV1>12% wu>200mL, neua: yBennuenue> 12% mp.)

e JIpexomepHa qHEBHAa MPOMEHJIMBOCT - JiBa IbTU AHEBHO cienaeHe Ha PEF (cpenna
amrutyaa X 100 / cpegHa JHEBHA CpellHa CTOMHOCT) 3a 1-2 cenMuIu

e 3nauurento yBennueHnue Ha FEV1 nnu PEF cnen 4 cenmunu npoTUBOBB3NAIUTETHO
JIeUeHHe

e [lonoxwureneH TeCcT ¢ HATOBapBEHAE
e [lonoxutenHu OPOHXOMPOBOKAIIMOHHH TECTOBE

e ['onemu Bapuanuu Ha OenoapoOHaTa QyHKIUS HA BUSUTHUTE

Memoou

1. Nzcnenpane Ha nepudepHa KPbB 3a COZMHODUITHS

2. Cnupomerpusi — OOMKHOBEHO HOpMajlHa U3BBH TMPHUCTHII WM HAIWYME Ha
OOCTPYKTHBEH BEHTHJIATOPEHAE(PEKT

3. Bbponxoaunaratoper tect - mnosuinenne Ha ®EO1 ¢ 12% w/mmu 200 ml cnen 4
WHXanauu Ha kpatkoaeiictamy B2 aronuctu ( KABA)

4. BpOHXOMPOBOKAIIMOHHNA ~ TECTOBE “oueHKa Ha OpoHXHaJTHAaTa pPEaKTHBHOCT C
METaxOJINH, XUCTAMHUH, HAaTOBApBaHE, XUTIEPBEHTUIIAIUS HJIM UHXAJIATOPEH MaHUTOIL.

5. ExxenneBno usmepBane Ha BE/[ nnsuucnsBane Ha BapuaOUITHOCTTA, KOATO MPU3IPABH
naauBud € < 10%, a npu actmaruuu e >20%

6. [{uTomornyHO W3CeBaHE HA Xpadka, CIIOHTAHHO OTJENIeHA WU WHIYIIMpPaHa dpe3
XHUIEPOCMOJIAPHU PAa3TBOPH U OTIPEICIISTHE THIIA HA BH3IAJICHHETO

7. Nscnenpane Ha azoteH okuc (NO)B uzaumianus Bb3ayx

8. Koxno anepruunu npodu (KAII ) kbMm OUTOBH anepreHn

9. W3cnenBane HUBaTa Ha TOTANHU U cnenuduann IgE

5. lughepenyuanna ouaznosa

1. XObb 2. Kapauanna actma 3. MexaHuuHa oOCTpyKLus Ha Tpaxesta W OpoHxXute 4.
benoapoben  TpomGoembonuzpm 5. IlneBMoropakc 6. Tactpoesodareanen  peduykc
7. Juchynknuss Ha TraacHuUTE BpB3KKM 8.CuHApoM Ha xwunepBeHTwranusaTa 9. Ilcuxorenen
3ayx/pecnupaTopHa HEBpO3a.

6. Teuenue

JIBITOCPOYHUTE LIEJIN IIPU JICUCHHUE HA acTMa Ca:

- KoHTpos Ha cHMNTOMUTE: OCTUraHe Ha 100BP KOHTPOJ HA CUMITOMMUTE U MOJIbpIKaHEe Ha
HOPMAaJIHA HABA HA aKTUBHOCT

- [loHmkeHne Ha pHCKa: Ja ce CBele A0 MUHUMYM OBICIIMAT PHUCK OT ek3auepodanuu,
(UKCUPAaHOTO OTpaHWYCHHE HA BB3AYIIHUA MOTOK M HEXKETAHUTE CHOUTHUS, IBIDKALIM Ce Ha
JIeKapCcTBa



Ilocturanero Ha TE3U OCJIM U3MCKBA MAPTHLOPCTBO MCKAY MHNANUCHTHUTC W MCOULIUMHCKHUTC
CIICOUaJIUCTH.

Jleuenueto ce Oa3upa Ha JBE OCHOBHHU HAIpaBJICHUS: CUMIITOMHUTE Ipe3 mnocieaHure 4
CeIMUIIA U PUCKOBUTE (PaKTOPU 32 BH3HUKBAHE HA HEOJIATONPHUSATHH TOCIEICTBUA. JleueHnero Ha
BA e HenmpekbCHAT LUKBJ Ha OLEHKA, KOPEKIIHs U poBepka. MHxanaTopHaTa Tepanus € B OCHOBaTa
Ha JIEYCHHETO, HO TS 3aBUCH OT MPOMCHSIIUTE C€ PUCKOBU (HAKTOPHM W KOHKPETHUTE
XapaKTePUCTHUKU, IPEIIOYUTAHHS U IPAKTUUECKHA YMEHHS Ha MallMeHTUTE. Y CIEIIHO OCTUTaHe Ha
3aJ1aJICHUTE LEJIM 3a KOHTPOJI ca IPEIIOCTaBKa 3a peayLipaHe Ha TepaIusaTa.

Onenkata ce W3BBPILIBA YpPE3 HU3MOJI3BAHETO HA BAIMIMPAHU BBIPOCHHUIIM U TECTOBE 3a
KOHTpOJI Ha actmara, karo Actma koHTpon Tect (ACT) u BbmpocHHK 3a KOHTpOJI Ha acTtMmara
(ACQ).

- Acmma xowmpon mecm- Asthma Control Test (ACT). Toit BKkIIOYBA YeTUPH BBIIPOCA 3a
CUMITOMHU U yroTpeba Ha Obp30JeHCTBAIl UHXAIATOp IMPU HYXXJA M €IMH BBIIPOC 32 CaMOOIIEHKA
HHUBOTO Ha KOHTPOJI 3a nocineanute 4 cenmuiu. Pesynratute Bapupar ot 5 g0 25 Touku. Ot 20 1o
25 ToukH ce OTHAcAT 3a 1oOpe koHTponupana BA. Ot 16 1o 19 Touku — Henobpe KoHTponupana BA
1 oT 5 10 15 Touku — MHOTO JiolT KOHTpoJI Ha BA. MuHMManHata KIMHUYHO 3HAYMMa pasiivka € 3
TOYKH.

- Bvnpochux 3a xoumpon na acmmama (ACQ 5,6,7). ACQ7 BximouBa 5 BBIIpoca 3a
CUMIOTOMH W €IMH BBIPOC 3a ynoTrpeba Ha ObBp30ACHCTBAIl MHXAJIATOp MpPU HYXKAA Mpe3
MOCJIEAHUTE 7 JHU U aKTyallHa CTOMHOCT Ha mnpedponxoaunatatopen ®EO1 B mpoueHt oT
npeasuaeHata. 0-0.75 toukum — no0wBp kouTpos, 0.75 -1.49 Ttouku — cuBa 30Ha, > 1.50 — jomr
KOHTpoJ1. MUHMManHaTa KIMHUYHO 3HaunMa pasnuka e 0.5. ACQS BkirouBa camo 5 BbIpoca 3a
OILICHKa KOHTPOJIa HaJl CAMITOMMUTE.

- Oyenka na KOHmMpona HAo cumnmomume npes npeoxoonume 4 ceomuyu (GINA): nHeBHU
MOBEYE OT J[BA MbTU CEIMUYHO, HOIIHA CUMIITOMH, yIIOTpeba Ha MHXANATop MPHU HYXK]a MOBEYE OT
JIBa TITU CEJIMHYHO, OTPAHUYCHHS BBHB (hHU3MYECKATa aKTUBHOCT TMOpPAJd CHMIITOMU Ha acTMara.
OueHkaTa Ha KOHTpOJIa Ce€ OMpelessi KaTro: HEKOHTPOJUpaHa Npu 3-4 TMOJOKUTEITHU OTrOBOpPA,
YaCTUYHO KOHTPOJHMpPAHA MpU 1-2 TOJIOKUTETHH OTTOBOpPA, KOHTpoiupaHa mpu O MOJOKUTEITHU
OTroBOpA.

[Ipocnenasane Ha BbpxoBus Excriupatopen Jlebut (BEJl) moamomara oneHka Ha OTroBopa
Ha TepanusTa ¥ OTKPUBAHE Ha TPUTEPU OT OKOJIHATA Cpefa.

Kontpomupana actma

=  MuHnumannu (Hail-noope 0e3) XpOHUYHU CUMIITOMU

=  MuHuMmanHu (HedyecTH) exk3anepOanuu

= be3 nmocenieHus no CremHoCT

* MuHUMaJIHA HYXJa OT 2-arOHHUCT

* be3 orpaHuYaHus B aKTUBHOCTTA (BKJI. (pu3HuecKa)
= Bapuabunurer Ha BEJ] < 20%

» Hopwmanen (wiu mouru Hopmasien) BE]]

* MHUHUMAIIHU CTPAHUYHH JICKAPCTBCHU €PEKTH

Camocrositenno npunoxenne Ha KJIBA 3a abaro He ce NpenopbuBar, Thil KaTO PEryIsipHOTO

WIM 4YeCTOTO MM TNPUJIIOKEHUE TIOBHUIIABa pHUCKa 3a ek3auepOaluyd WIH CMBPTHOCT (=3
(d1aKoHA/TOMUITHO TIOBWINIABA pUCKAa 3a ek3anepbauuu u >12  ¢nakona/romumHO w1
(hakoH/MECeuHO - PHUCKAa 3a CMBPTHOCT. [IpermopbuBa ce KOHTPOJWpAIIO JICUCHHUE C ICS-
ChIIbPKAIIM MEIUKAMEHTH 3a peaylUpaHe pUCKa HAa CEPUO3HU eK3alepOoanuu U 3a KOHTPOJ Ha
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CUMIITOMUTE.

[Ipu neka acTtmMa ce mpenopbYBa PEIOBHO JICYCHHWE C HHUCKA JI03a  WHXAJIaTOPHU
koptukoctepouu (ICS) kaTo BUCOKO e(DeKTHBHH 32 HAMAIIIBAHE HA CUMIITOMHUTE W PEAYKIIHS HA
pHICKa 3a CBBP3aHUTE C acTMa eK3alepOaliy, XOCIUTAIN3AUs U CMBPT. JleueHue mpu Hyxaa ¢
nucka go3a ICS- formoterol namansBa pucka 3a ex3aiepOaiiu ¢ OKOJIO JIBE TPETH B CPaBHEHHE C
seuenue npu Hyxkaa ¢ KJIbA.

[Ipu mnepcucTHpamiy CHMITOMHM W/WIM eK3auepOanuu BbOpekn HHUckata pgo3za ICS ce
NpernopbyBa MO-BUCOKA CTHIIKA, HO MPEIu TOBa TpsiOBa Ja ce MPOBpPE MMHXAIATOPAHTA TEXHUKA,
MPUABPIKAHETO, CKCIIO3UIIMSI HA alepreHn M KOMOpOMIHOCTH. [IpeanounTana cThIIKa 3a Bb3pacTHU
W TojpacTBamM ¢ KoMOuHanus Hucka no3a |CS-genronetictBamn [ o aronuct (IJIBA). Ilpu
BB3PACTHH W MOAPACTBAIIM C €K3alepOaIuu, BBIIPEKH Jpyrara Teparus, prucKa 3a ek3arepoarus ce
penyimpa ¢ koMmOuHamms Hucka mgo3a ICS/formoterol (¢ beclometasone wmam butesonide)
€THOBPEMEHHO 3a TOJIIbpXKaHe U 32 00JICKYaBaHE B CPABHEHUE C MOIBPIKAIIO JICYCHHUE TLTIOC MTPU
Hyxna KJIBA.

[To-BrCcOKa CTBIIKA JICYCHUE CE 3al0YB MMPU ACTMATHYHU CHMIITOMH IPe3 IMOBEYETO JHU H
ChOYXJ/IaHe OT acTMa BEIHBX WU TOBEYE MBTU CEIMHUYHO, OCOOCHO NMPU HAINYHE HA PUCKOBH
dakropu 3a ek3anepoOamus. [Ipu mbpBa MposiBa Ha acTMara ¢ eK3arepoarws ce mpuiara Kparbk Kypc
MEPOPAITHUA CTEPOUIM M 3allOYBAHE HA PEJIOBHO KOHTpOJUpamio JiedeHue (Bucoka no3a ICS wmm
cpenna no3a ICS/IJIBA, cnen ToBa cThIIKA HATOMTY).

[Tpu neuenuero Ha BA ce npuara crenanoBueH noaxo (dur.1):

GINA 2019
CrenanosugeH noaxoa 3a KOHTPOANA Ha cumnTomuTe  CTBIKAS
U MUHMMU3UPAHE Ha GbAeumn PUCK NpH acTtma g
CThiKAS : Fe
e + Hacousane na
CTBKAY CTBKA2 CTOMAS | Cpemta  ipmmmmsins
NPEANOYUTAH U3EOP po3a ¢ toomman0
HA NORMLPKAIA | o an ICSILABA : armpian
TEPANUA VoA Hioxs AO::)a:’LC"S: ;;;:n':;'::rgf‘a Hi Hucka posa iy
A ICS/LABA C AR
Cpedna/Bucoxa Bucoxa dosa flobaveme end
doaa | ICS, dobaseme § dusi OCS, wo
Lpyeu esamoxHosmu Tesxompuerice peuenmoper axmazonucm (LTRA) unu Hucka H‘:f.:;agia fiotropium b‘ EAIIBNS
doaa ICS acexu nbm ¢ npuena Ha SABA ICS+LTRA# unu dobaseme | eonamune
LTRA# |  epexmu
Wﬂlﬂo;'"*“ omﬁmmm Mpu Hyxaa Hucka aosa ICS/formoterol * i Mpu Hyxaa Hucka noaa ICS/formoterol ¥
Loyau spamoxrocmu [Ipu Hywda kpamkodeucmeau] 8 ,-azoHucm (SABA) )
e £ 10 M ~ warmaros Aaon 1 btk formones e form) o Pr—— - -
e % i BOF 10T MRV HAmn » COermR I eATS
preaespons it : » 083908 M0 dur. 1

Tepanesruuna ctpaterust GINA, 2019

Tabmn. 1 /lneBHa no3a (1g) MHXATATOPHU KOPTUKOCTEPOUAM TPHU BH3PACTHU U Aera Haja 12 T.

MenukaMeHT Hucka noza Cpenna noza | Bucoka no3a
Beclometasone

dipropionate (CFC) 200-500 >500-1000 >1000
Beclometasone

dipropionate (HFA) 100-200 >200-400 >400
Budesonide (DPI) 200-400 >400-800 >800
Ciclesonide (HFA) 80-160 >160-320 >320
Fluticasone furoate

(DPI) 100 n.a. 200
Fluticasone propionate

(DP1 or HFA) 100-250 >250-500 >500




Mometasone furoate 110-220 >220-440 >440

Triansinolone acetonide 400-1000 >1000-2000 >2000

» CFC-chidrofluorocarbon propellant
* DPI-dry powder inhaller
* HFA-hydrofluoroalkane propellant

Crbnka 1 —IlpexnoynTana onuus npu Hy:Kaa Hucka no3a |CS/formoterol
e Jlpyru onuuu

- mucka no3a ICS, Bcexu bt Korato ce B3umat KJIBA
- pemoBHAa qHEBHA HHMCKa ao3a ICS

Crbnka 2 - IlpeamoyuTraHa omuusi peloBeH nmpueM Ha HUcka go3a ICS miloc mpu Hy:Kaa
KJIBA nau npu Hy:xna Hucka no3a |CS/formoterol

e Jlpyru Bb3MOKHOCTH:

- JIeBKOTpHEHOBHU penenTopHu aHtaronuct (LTRA) ca mo-manko eekTuBHH OT HUCKA J103a
ICS, ocobeHno 3a npenoTBparsBaHe Ha eK3alepOalunTe
- xomOuHanus ot Hucka fo3a ICS/ IJIBA u pu myxaa K/IBA.

- Ilpu yucTo ce3oHHa ajiepruyHa actMa 0e3 CUMIITOMHU B UHTepBaiuTe ce npenopbuBa UKC ,
KOUTO Ja MPOABIIKAT 10 4 CEIMULIM CIe]] Kpasi Ha €KCIIO3HIIUATA

Crbnka 3 - IlpeanounTana onuusi moaabp:kama Tepanusi ¢ Hucka ao3a ICS/I/IBA u npu
Hy:xkn1a KIABA, wiu nogabp:kama u odjekuyaBaiia Tepanusi ¢ Hucka go3a |CS/formoterol

e Jlpyru onuuu

- moBuIIaBaHe Ha jjo3ata Ha ICS 1o cpenna no3a (mo-manko egextuser ot ICS/I/IBA)

- mucka go3a ICS mmoc LTRA wnu aucka go3a theophylline cbe 3a6aBeHo ocBoOOK 1aBaHe
- TpHW MAIMEHTH aJepruvHd Ha JOMAIIEH Tpax Jo0aBsHE Ha CYyOJMHIBaIHA HMYHOTEPAIIHS
npu DPEO1>70% ot np. (SLIT)

Crbnka 4 - IlpeanmourTana onmuus MOAAbPKAIIA Tepanusi U NPH HYXKIA HA HHUCKA 1032
ICS/formoterol nau cpexna no3a ICS/A/JIBA nmmoc npu ny:xaa K/IBA._

[Tpu HAKOM MaIMeHTH, TP KOUTO acTMara € HeKOHTposimpaHa oT Hucka no3a |ICS/I/IbABbIpexn
MPUABPKAHETO W MpaBUIHATA WHXANTOpPHA TEXHHKA MOXeE Ja uMa moiza mosuinaBade Ha |CS mo
cpeaHa J103a.

[Tpu BB3pacTHU M moapacTBamu >1 ek3arepOarus B NMpeaxofHaTa TOJuHA, KOMOWHAIMS HHUCKA
no3a ICS/formoterol eqHOBpeMEHHO 3a TOAIBPKaHE U 3a OOJEeKUYaBaHe € Mmo-epuKacHa OT ChIara
noza ICS/JABA wnu mo-Bucoka no3a |CS.To3u pexxum Moxe ga ce TpeanuIile ¢ HHUCKa J03a
budesonide/formoterol nim beclomethasone/formoterol karo Ctbrka 3 ; mogabpIKamiaTa g03a MOXe
Jla ce TIOBUIIHU JI0 CPeIHA 103a.

3a manweHTH Ha HUCKa moanbpkama go3a ICS/IIJIbAu npu Hyxna KJIBA u actmara He €
aJIeKBaTHO KOHTPOJIMpaHa ce moBuiasa a0 cpeana gosa ICS/I/IBA.

Hpyru onuun
- tiotropium wHXaJaTOp TUM (PUHA MBIJIA MPU TTAIIMEHTH > 6 T., C HICTOPHS 3a eK3alepoaruu



- pmoOassgHe Ha LTRA

- 32 MMalMeHTH aJIepTMYHU Ha JomaiileH npax npodassae Ha SLIT mpu ®EO1>70% ot mp.

- cpenHa wim Bucoka ao3a ICS, Ho mo-manko edukacHo ot gobassue Ha JJJIBA, LTRA wumm
Hucka go3a theophylline csc 3abaBeHo 0cBOOOKIaBaHE

Crbnka 5 — HacoyBaHe KbM CHEUMAJTM3MPAHU IEHTPOBE 3a ompeaesasiHe Ha (GeHOTHN H
no0aBsiHe HA Tepanus
- Bucoka go3a ICS/ JI/IFA

- tiotropium mHXanaTop TUI (pUHA MBIIIA

- azytromycin
- anti- IgE
- anti-IL-5/5R

- Tepamnus 0a3upaHa Ha CITyTyMa
- Hucka jnao3a opamHu koptukoctpeouau (OKC)( exkBuBanentHa Ha <7.5 mMQ/mHEBHO
prednisolone)

HNuaukanym 3a HacOYBaHe 3a CKCIICPTHO pEeHICHUE:

1.3arpynHeHus 3a MOCTaBsIHE Ha AMAarHo3a acTMa

2. CpmHeHue 3a npodecuoHaIHa acTMa

3. [lepcucrupaiiia HEKOHTPOJIMpPaHA aCTMa WK YE€CTH eK3alepoanuu

4. Puck 3a CMBPT CBBp3aHa C acTMaTa

5. JlaHHU WM PUCK 32 3HAYUTETTHU CPAHUYHU SIBIICHUS CBBP3aHU C TeparusiTa

6. CuMITOMH TIpenoJaraiy yCI0KHEHUS HITH TTOATUT Ha acTMa
HexonTposimpana actma, Tpy/AHa 3a JiedeHHE aCTMA U Te:KKa acTMa
Hexonrposmpana actma (GINA) e actma, KOATO OTroBapsi Ha €IWH WM Ha JiBa OT CIICJIHUTE
KPUTEPUU:

- cmad KOHTPOJA Ha CHUMIOTOMH (YeCTH CHMIITOMH WJIM TpWIaraHe Ha OO0JeKJaBaly
MeJNKaMEHT, OTpaHUYeHHe Ha pU3NYecKaTa akTUBHOCT MOPaJN acTMa, HOIIHU ChOYKIaHUs
rmopajay actma

- yecTH ek3auepOauuu (=2 /3a roauHa), KOUTO H3HCKBAT OPAJHU KOPTUKOCTEPOUAM, WIH
TEXKH ex3ariepOanuu (>1 /3a roMHa), Hajarany XOCMUTaTu3aIus.

Cnopen raiianaitna Ha ERS/ATS 2014 r. koHTpoiMpaHaTa acTMa ce BIJIOIIaBa MPU HaMallsiBaHEe Ha
BHCOKM JIO03M WHXQJIATOPHU KOPTHKOCTEPOUIN WM CHUCTEMHUTE KOPTUKOCTEpouau (WU
OMOJIOTMYHU areHTH). A HEKOHTpOJIMpaHa € acTMa, MpH KOSATO ce HaOIroJaBa Hall-MaaKo €IHO OT
CIIETHUTE CHOUTHS:
- gom koHTposn ACT<20 mnu ACQ>1.5 (wnu u3nbJIHEHUE Ha KPUTEPUHUTE 32 HeJo0pe
KoHTposupaHa actMa criopea GINA)
- YeCTH TEeXKKH eK3arepOaruu — J[Ba WK NoBeue npuema Ha cucteMan CS(>3  nHu
BCEKH) B MIPEIXO/THATA TOTUHA
- CEepHO3HM  eK3amepOanmuMM - HaW-MaJKO €IHa  eK3amepOanus  HaJIOoXKHIa
XOCHHUTAIN3AIMS, IPUEM B CIICLIHO OT/EJIEHUE WM MEXaHUYHA BEHTUJIAIMS Mpe3 nocieaHuTe 12
Mecera
- juMuTandsg Ha BR3AyHUS neout - ®EO1 < 80% ot mp. crien OpoHXoauiaTanus
(mpu penykuus Ha DPEO1/DBK onpeneneHo kaTo mo-Majako OT JOJHA TPaHUIIA HA HOPMAaTHHU
CTOMHOCTH)



TpyaHna 3a JieueHne acTMa € acTMa, KOATO € HEKOHTPOJIMpaHa BbIPEKH JICYCHHE CThIIKA 4 WU
Crenka 5 ( cpemna wnm Bucoka no3a ICS cwc BTOpH KOHTpoOsEp; MOIIbpKaIla Teparus C
OpaJIHU KOPTHUKOCTEPOU TN ) UIIM U3UCKBA TAaKOBA JICUCHHE 3a MOAAbPKaHE Ha J00bp KOHTPOI Ha
CUMITOMUTE U PEAYKIIHS Ha PHCKA OT eK3alepOaluu.

IIpu TpyaHa 3a JieyeHHe acTMa:

/la ce moTBBpMU, YE € acT™Ma

Ha ce TbpeaT dakTopu, crnocoOCTBAlM 3a MEPCUCTHPaHE HAa CUMIITOMHTE, eK3alepOanuu u

JIOUIO Ka4eCTBO HA JKUBOT:

- Jla ce mpoBepu MHXaIaTOpHATAa TEXHUKA M CyOONITUMAIHOTO MPHIbPKAHE

- Ha ce topcsat komopounnoctu - IEPB, xponuuen punocunyut, OCA

- Jla ce Monu¢uupat puckoBuTe (GaKTOPH U TPUTEPUTE

- [Ipexanenara ynorpe6a Ha K/IbA->3 ¢uiakoHna/roauiiHo NOBHILIABA PUCKa 32 eK3alepoannun
u >12 ¢naxona/rogumrHo wim 1 ¢rakoH/MecedHo — pUCKa 32 CMBPTHOCT

- CrpaHu4HH SBIEHUS OT TepanusaTa

- TpeBoXxHOCT, enpecHst U COLIMAIHU TPYIHOCTH

/a ce onmumusupa MeHuOICMbHMA
e OOyueHue 3a 3a00JsIBAHETO acTMa

e OnruMu3MpaHe Ha JEYEHUETO

e JleyeHune Ha KOMOPOUTHOCTHTE

e Jlo6aBsHe Ha He-OMOJIOTHMYHA TepaInus

e JloOaBsHe Ha He(dapMaKOJIOTUYHHU CTPATETUU - CIUPAHE HA TIOTIOHOMYIIEHETO, (PU3NYECKO
HaTOBapBaHe, OTclabBaHe, BAKCHHALIUS 32 TPUIT

e Jlo6aBsiHe Ha BHUcoka g03a Ha UKC

a ce nposeepu omezoeopa cned 3-6 mec. u onpedenane Oanu acmmama e 6ce ouie
HeKoOHmponupana. AKo acmmama e éce ouje HEKOHMPONUPAHA GEPOAMHO € MEMHCKA
acmma.

Te:xxkka acTMa e moArpyma Ha TpyJAHa 3a JIeYeHHE acTMma. TS € HEeKOHTpoJIMpaHa acTMa,
BBIIPEKU MPUIABPKAHETO ¢ MAKCUMATHO onTuMu3upana tepanus Ctenka 4 u Creiika 5 u
TTOBJIMSIBAHE HA JIOMBIHUTEITHUTE (PAKTOPH, HITH CE BIIOIIABA ITPH HAMAJIIBAHE Ha TepPaIus C
Bucoku no3u (GINA2019). Cmopen ERS/ATS 2014 r. Texxka OpoHXManHa acTma €
acTMara, IpH KOSATO C€ MIPOBEXKIA TEPAITHSI C:

1. Bucoku nmo3u ICS + moHe enuH AOMBIHUTENCH KOHTpohupaml meaukameHnt ([I/IBA,

LRTA nnu teopunnn)

WIH
2. Tlepopanau xopTukocTepouau > 50% mpe3 mpeauiIHaTa rojuHa, 3a J1a ce MOJI0TBPaTH
Jla CTaHE HEKOHTPOJUpPaHa WJIK OCTaBa HEKOHTPOJIMPAHA BBITPEKH TEpPaNuUsITA.

Onpedensane Ha heHOMuUNA MeHCKA ACMMA 8 CREUUATUSUPAHU UEHMPOGe
H3zcneosanusn 3a mun 2 eév3nanenue- nepupepHu €03uHOPUIN, €03MHODWIN B CIyTyMa,
¢bpakius azoteH okuc B muinumiad B3AYX (FENO), Hyxkma oT moaabpiKalia 103a OpaTHH
CS. OOGMucasT ce nobIHUTE U3cienBanus - Ha crytyM, KAT ¢ BucOka pasnpeaenurenHa
ciocobHocT, ®BC 32 anTepHaTUBHU JUATHO3H.



H3zcneosanusn 3a komopouonocmu / oughepenyuanna ouaznosa
Jlobassane na ne-ouonocuuna mepanus (8uiic no-zope)
obasane na ouonocuuna mun2 mapeemna mepanus npu exzayepoayuu uiu ciad KOHmpo Ha
cumnmomume npu eucoxa o0oza HKC//I/IBA, koumo umam eo3uHo@uInu uiu anepeuiHu
ouomapkepu unu nyymcoa om OKC
- Ilpum Texka amepruyHa actma - JedeHue ¢ aHTH |QE- mpu manueHTd ¢ JaHHH 3a

CeHCHOMNM3aIus OT KOKHUs TecT win crienuduunn IgE, oomum IgE u terno B pamkure Ha
nuana3oHa, ek3alepoaluu mnpe3 nocjaeaHaTa roauHa

- Ilpum Texka eosuHopwmiHa actmMa - JedeHue ¢ aHtu IL-5/IL-5R- npu ex3anepbanuu B
nocjenHaTa roauna, eosuHoduan B kppara >300 /pl

Tepanusta ce mpoBexxaa mone 3a 4 Mecena U ce omeHsBa oTroBopa. Ilpum 1o0Bp oTroBop,
IIPOJbJKaBaHE Ha JiedeHuero 3a 6-12 wmec. Ilpu numca Ha OTroOBOp Ha JIEUYEHUETO, CIIMPAHE U
poIbJDKaBaHe ¢ pa3niudeH THr 2 —TapreTHO JeYeHHeE.

Ilpemunasane na cmvnka Hado1y unu Ha NO-20PHA CMBIKA

[IpemrHaBaHeTo Ha IMO-rOpHAa CTBhIKAa B JIEYEHUETO ,Step-up” ce MpeanpuemMa Ipu
HEOOXOAMMOCT OT OCHUIypsiBaHE Ha MO0-100bp KOHTPOJ, KOIraTo TakbB HE € IOCTUTHAT OT
npenuiecTpamaTa Tepanus. [IpoabpKUTEIHOCTTa Ha TepanusiTa € MUHUMYM 2-3 Mecela WM I0-
MaJika 3a 1-2 ceaAMMLIM TIpU BUPYCHA MH(EKINS WK €KCIIO3ULIUS Ha alepreH.

[IpemrHaBaHeTO Ha MO-HUCKA CTBHIKA ,,step-down® ce ocbhluecTBABa MpHU MOAIbPKAHE HA
n00Bp KOHTpOI mpe3 nociennute 3 mecena. HamansBane nozata Ha ICS ¢ 25-50% ce npenopbuBa
Ha uHTepBanu ot 3 mecena. [Ipu komOMHMpaHa Tepanusi, BTOPUAT KOHTPOJIUpAIl MEAUKAMEHT HE ce
M3KJII0YBA OT TE€paNMsITa, JOKATO ce penyuupar go3ure Ha MKC.

Crnupane Ha nedyenuero ¢ MKC He ce mpenopbyBa MpU Bb3pacTHHU IMallMEHTH, Thil KaTto ce
CBBP3Ba C IOBUILEH PUCK OT eK3alepOaluy.

[Ipenn npeanuemane mnpomsiHa B TepamnusaTa JIEKyBalllUAT Jiekap TpsiOBa na ce ybeau B
KOMIUIaifbHCAa Ha manueHta. Toil TpsOBa 1ga MOATOTBM WHAMBHUIYyaleH NUCMEH IUIaH 3a
pa3no3HaBaHe Ha CUMIITOMUTE U JIeMCTBHE MPH eKk3arepOarus.

7. /leuenue na exzayepoayus

Ex3anepbanusra € ocTpo WM MOJOCTPO BJIOIIABAHE HA CUMIOTOMUTE U OesogpoOHaTa (yHKIMS, B
HSIKOM CITydau MO>ke Jia Objie MbpBaTa u3siBa Ha acTMarta. JIeueHneTo Ha ek3anepoanusTa ce CbCTOU
B IIOCJIEJIOBATETHOCT OT JIEHCTBUS MpPEINpPHETH OT CaMUTE MAI[MeHTH U 3BEHaTa 3a OKa3BaHE Ha
MEAUIMHCKA ITOMOILIL.

IIpu nexa u ymepena ex3aunepOanus naxainupane Ha KJIBA B n03a 4-10 BnpbcBaHUS BCEKU
20 MuH. TIpe3 MbpBUA Yac OOMKHOBEHO € Hal-e(peKTHBHO M JIOCTATHhYHO Ja MOBIHUsE oOpaTUMara
JVMMHTAIS Ha BB3AYIIHUS JTCOUT.

Texkata ex3anepOanuss € >KMBOTO3acTpalllaBallla M HW3MCKBAa XOCHHMTANIM3alus. TexbK
aCTMAaTHUYeH MPUCTHII U ACTMAaTHYEH CTaTyC HE C€ MOBIUSABAT JIOCTATHYHO OT OPOHXOIUIIATATOPHO
neyenue. Hauannorto npunoxenue Ha K/IBA e npoabKUTENHO, Cliel KOeTO HHTEPMUTEHTHO MPU
nouckBaHe. JlocraBsHeto Ha KJIBA moxe na 6vae upe3 pMDI wnmm cnelickp, wim HeOymanzep.
Hsima nanHUM, KOUTO J1a MOAKPEMNAT PYTHMHHOTO MPHIIOKEHUE HA MHTPABEHO3HM (2 aroOHUCTH NPH
MAIUEHTH C TeXKa e3arepoarus.

Cnen 1-us yac, nozara e 4-10 Bupbckanus Ha Bceku 3-4 yaca 10 6-10 BIpbCcKBaHMS Ha BCEKU
1-2 yaca unu noseye. [Ipu 106sp otroBop (BEA>60-80% oT npensuaeHnTe Uiu NEPCOHATHO Haii-
n00bp 3a 3-4 yaca) moBeue MHXajauMu He ca HeoOxoaumu. Cuctemuu CS ce mpuiarar, KOrato
HayanHata Tepanusi ¢ KJIBA e c¢ Heycmex 3a momoOpeHHME HAa CUMIITOMHUTE TNPHU eK3arepOartus.
OpanHuaT npueM € e(eKTHBEH TOJKOBa, KOJKOTO HHTpaBeHO3HHs. J[lo3upanero e 50 mg
Prednisolone karo emuamuna cyrpemiHa go3za win 20 mg Hydrocortisone B pasaeineHH I03M.
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[TpoxbmwxuTenHocTTa € 5 -7 IHU TpU Bb3pacTHU. He € HeoOX0IMMO MOCTENEHHO HamalsiBaHe Ha
no3arta. [Ipunoxenuero Ha ICS B ciemiHo oTeneHne ocTaBa HESCHO.

Kucnopononeyenue ce npenopbuBa mnpu carypaius 93-95% (94-98% npu nemna 6-11 r.).
KinuHu4yHMAT cTaTyc W KHUCIOpOAHATa caTypaiusi ce MpPEeoleHsBaT 4YeCcTO M Tepamnusira ce
ChOOpa3siBa ¢ MAIMEHTCKUsSI OTTOBOp. benoapoOHara GpyHkms ce u3mepsa Ha 1-us gac, T.C. clej
I'BPBUTE TpU OPOHXONMIATATOPHU JO3M M IPH BIOIIABaHE C€ NpPEMHUHaBa HAa WHTEH3HUBHA
Tepamusi ¢ KOPTUKOCTEPOUAM W OpOHXOIUIATATOPU. AKO MANMEHTHT € XOCHUTAIU3UPAH B
CIEIIHO OTAEJICHUE Ce MPUBEXK/Ia B UHTCH3UBHO OTJAEJICHUE U MPHU BIIONIABAHE CJe] MPEeOleHKa
ce MOATOTBS 32 MHTYOAIMS M MEXaHIUYHA BEHTHIIAIIHS.

AHTHOMOTHIM HE CE MPETOPHYUBAT, OCBEH IPH JaHHH 3a OeJI0ApoOHA HHDEKITHSI.

Enunedpun (adrenaline) ce mpuiara karo craHaapTHa Tepanus Npu aHaduiIakcus U
anruoeneM. He ce mpuuiara pyTuHHO npu exanepOarus Ha BA.

Ipratropium bromide ce mpuara npu Bb3pacTHH | Jielia ¢ YMEPEHO-TEXKa eK3arepoanus
ennoBpeMeHHo ¢ K/IBA.

WuTpaBeHo3no npuioxkeHne Ha aminophilline u theophilline e ce mpemnoppuBa mopaau
no-cnaba epukacHocT u 6e3onacHocT B cpaBHeHue ¢ KJ[BA. MHTpaBeHO3HOTO MpUIIOKEHHE Ha
aMUHO(DHIIMH € CBBP3aHO C TEKKHU W MOTCHIIMAIHO (DaTaHU CTPAHWYHU SIBJICHUS, OCOOCHO TIpU
MAIMEHTH, KOUTO Ca JIEKYBaHU C TeO(QUIHH ChC 3a0aBEHO OT/IEISIHE.

WNHTpaBeHO3HO MNPWIOKCHHE HA MarHe3ueB cyidaT HE ce TNpernopbyBa 3a PYTUHHO
MIPUJIOKEHUE TpU ek3arepOariusi, HO Mpu npuiaraie Ha 2 ¢ 3a 20 MUH. penylupa npecTos mpu
Hakon marueHTH ¢ ®EO1 <25-30% orT mpen., Bb3pacTHH M Jiella, KOUTO HE OTrOBapsT Ha
HauyaJIHOTO JIeYeHHUe, ¢ nepcuctupaiia xunokcus u npu geuna ¢ DEO1 < 60% ot npexn. 1 ygac
CJIe]] HA4aJIOTO Ha TPUKHTE.

Ponsita Ha HeMHBa3MBHATa BEHTHJIAIMS TPH TEXKa eK3arepOalis U cTaTyc aCTMaTHKYC €
MaJika.

Ilognusasane na puckosume gpaxmopu

1. Cb3naBaHe Ha yMEHUs U MOJKpeENa 32 CaMOCTOSITEIHO JIEYEHHE Ha acTMara.

2. IlpennucBaHe Ha JleKapcTBa MJIM CX€Ma, KOSTO CBEXJa O MUHUMYM eK3alepOanuu.
KonTponmpammure stiekapcTa, chabpkany ICS, monmkaBar pucka ot ex3arnepbanuu. [Ipu
nanueHTd ¢ >1 eksauepOaius mpe3 NpeaxojHaTa TOAMHA Ce IMPernopbhbyBaT HHUCKa [03a
ICS/formoterol xkaTo moaabprKalia U IpU HY)KJa Tepanus

3. HacbpuaBaHe M304rBaHETO Ha TIOTIOHEB JUM - aKTHBHO ITyIIEHE WMJIM TIOTIOHEB JUM OT
OKOJTHATa cpena

4. Tlpy mamMeHTH ¢ TeXKa acTMa HAacOYBaHE MAIMeHTa KbM CIIELHUAIM3UPaH ILEHTHP, 32
pasriexaane Ha J00aBSHETO Ha JIGKApCTBA W/WIK JICYEHHUE, ONPEIEICHO 10 M3CIeIBaHe Ha
CrIyTyMa

5. Ilpm mamueHTH C TMOTBBP/CHA XPAHWTEIHA alleprusl M30srBaHe HA CHOTBETHHUTE XPaHH.
OcurypeHa HaIMYHOCT Ha MHXKEKIMOHEH aJIpeHalIMH 3a ynorpeba npu aHadumakcus. [Ipu
MJTaJ I MOHOCEHCHOMIIM3NPAHH TTAIMEHTH 00CHKIaHe Ha crienin(pryHa IeCeHCUONIT3AIHSL.

Ilpocneoasane na nayuenma cieo ekzauepoayus

- IlpocnensBane peryispHO cie ek3alepOaius, JOKaTo CUMITOMHUTE M OenoipoOHaTa
(GyHKIUS ce HopMaIu3upar

- Ex3auepOanuure yecto mpeicTaBiIsBaT HEyCleX B I'PUXKHMTE 3a XPOHHUYHA acTMa U €
HE00XO0AMMO Jia C€ HAIIPABH OLIEHKA HA PbKOBOAECHETO Ha JEUCHUETO

- Ha npocrnensBamara Bu3uTa Tpsa0Ba J1a ce IpOBEpHU AAJIH:

[TaneHTHT pa3dupa mpUYMHATA 3@ U30CTPSHE HA CUMIITOMaTHKaTa

Jla ce oTCTpaHAT PUCKOBHUTE (PAKTOPH, HAIIPUMEDP TIOTIOHOMYIIEHE

[Tpuabpkane KbM TEpanusaTa U pazdupaHe HeOOXOAUMOCTTA OT MPUIIArAHETO
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[IpoBepka Ha UHXAIATOPHUTE YMEHHUS
Hanucan miian 3a aelicTBre 110 OTHOLICHUE HA aCTMATa

I1. ITPABUJIA 3A 1OBPA KNIMHUYHA ITPAKTHUKA IIPU BEJIOAPOBEH
TPOMBOEMBOJIM3bBM I1PU JIMIIA HAJL 18-'OJJUILIIHA Bb3PACT

1. Omnpenenenne

benonpobnust  tpomboembomuzrm  (BTE) e  o0obmeno  Ha3BaHue  Ha
€THOINAaTOreHETUYHO CBBbpP3aHU €Talu Ha €IuH OOJIECTEeH NpoIeC - BEHO3HAa TpoM0Oo3a,
emOonu3anus 1 TpoM603a Ha KJIOH Ha GenoapobHa aprepus’. Ciaen uHMAPKT Ha MHOKapaa U
Mo3bueH uHCyaT, BTE e Ttperoro mo wyectota cbpAeuHO-ChA0BO 3abomsiBaHe (100-
200/100000/ romuma)®. Ilpu okomo 51% ot mammenture ¢ JIBT ce Bepudmmmpa BTES,
HezaBucumo oT ycnexure B INpEeBEHUUATA M Pa3BUTHETO Ha OOpa3sHUTE AWAarHOCTUYHU
metoan, BTE mpoxbmkaBa na e Texxbk MeaunuHckd npobiem. B 3amagna Epoma ot BTE
roguiHo ymupat 317000 yoBeka, oT kouto 34% c KapTUHA Ha BHE3allHa ChpJeYHa CMbPT. B
59% ot ciydante Ha CMBPT cBbp3aHa ¢ BTE, chusaT He € 1uarHoCTUIMpaH, KaTo eaBa B 7%
€ a/IeKBaTHO THATHOCTHIMPAH U JIEKyBaH",

[Tpenpasnonarammre ¢pakTopH, GakTOpUTE 3a JIOIIA IPOTHO3a M PUCK OT PELIUIUBH Ha
BTE 3a mpeacrasenu Ha ¢ur. 1. [Ipu orcheTBUe Ha nokazanu npoBokupaiu gakropu bTE ce
TIpHeMa 3a ,,HempOBOKUpaH (C yecToTa okomo 25%)%°8.

2. /ImarHo3a

Junarnozata BTE e Tpynna nmopaan HecnenM(pUUHUTE KIMHUYHU CUMIITOMH U YECTO
OJIMTOCUMIITOMHOTO ITPOTHYAHE.

A. TIpn oTChCTBME HA XeMOAMHAMHYHA HecTaOWJIHOCT (95% OT mnamueHTHTE")
CBbBPEMEHHUSAT IMAarHOCTUYEH Mpoliec npoTtruya B 3 etana (¢ur. 1):

II'bpBH eTan - oneHKa Ha KIMHUYHATa BepossTHOCT 32 BTE.

OneHkara Ha KIMHUYHATAa BEPOSATHOCT 3a OenoapoOHa eMOOoius ce OCHOBaBa Ha
MHTErpupaHara olleHKa Ha MH(popMalusaTa OT aHaMHe3aTa U KIMHUYHATa CUMIITOMaThka. B
MpaKTUKaTa HAW-IIMPOKO MPHIJIOKEHHWE 3a OLIEHKA Ha KJIMHUYHATa BEPOATHOCT HaMupar
cranaptusupanute cuctemu Wells u Geneva (ta6m.1)%

Taoauna 1. Wells / Geneva ckanu 3a onieHka Ha puck 3a BTE.

Wells ckaJia, kpurepuu Touku Geneva ckaJa Touku | Onpocrena
KpHUTepuu Geneva
IMpenxomna JIBT n/umu BTE 15 [Tpenxoana JBT 3 1
n/umu BTE

Xupyprus (<4 cenMuIy) win 1,5 Xupyprus/TpaBma 2 1
uMoomnm3anus (>3 1HH)

OHKOJIOTHYHO 3a00/IIBaHeE 1,0 AKTUBHA HeoIUIa3zMa 2 1
KpbBoxpax 1,0 KpbBoxpax 2 1
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Taxukapaus >100 ya/mun 1,5 Chpaeuna yectora 3 1

75-94/Mun
Copaedna yectora ) 2
>95/MuH
Kimanunu 6ene3u Ha JIBT 3,0 EnHocTpanHa Ooka 3 1

B JIOJICH KPaliHUK

EnnoctpaneH oTok, 4 1
00JIKa TpU TaNITANS
Ha JI0JIeH KpaHUK

OTchCcTBHE Ha  AJITEPHATHBHU 3 Bb3pact >65 1. 1 1
JMarHO31
Kiannuyna BepositHoct 3a BTE | Coop IIpoueHT Ha Céoop Coop
- TPUCTENEHHA OLEHKA TOYKH norebpaeH bTE TOYKH TOYKH
Hucka 0-1 10% 0-3 0-1
Mesicounna 2-6 30% 4-10 2-4
Bucoka >7 ~65% >11 =5
Kaunnuna sepositHoct 3a BTE Coop
- IByCTeNeHHA OlleHKA TOYKH
BTE e manko eepoamen <4 12% 0-5 0-2
BTE e mnozo éepoamen >4 50% >5 >2

Bropu eran — npuiioxkenue Ha D-gumep tecr:

Ilpu Hucka M MeXIMHHA KJIMHM4YHA BeposaTHOcT 3a BTE ce npenoppysa
n3BbpuIBaHe Ha D-gumep tect. IlnasmenoTo HUBO Ha D-guMep € MoBHIIEHO IPU aKTUBUPAHU
Koarynanus 1 GpuOpHHOIN3a, HO MOXKE J1a c€ MO3UTHUBHpPA HeCcHelnU(PUYHO NpU Bhb3IMAIEHUE,
HeoIula3Ma, TpaBMa, OpeMeHHOCT, ObOpedHa HerocTaTbuHOCT U Jp. CToitHocTH noa <500
pug/l ca ¢ Bucoka HeratuBHa mpenckasBama ctoiHocT 3a JIBT u BTE u nHa mpaktmka
M3KJIIOYBAT JUAarHo3ara. 3a Ta3u KaTeropus manueHTu TpuMecedHuar puck or BTE e mox
1%2. 3a nanuenTH Haja 50 T. MPUIOKEHMETO HA Bh3PACTOBO ajanTupaHa Hopma (D-aumep =
BB3pacT x10 pg/l) moBumasa no 30% Opost Ha nanuenture, npu kouto bBTE ce u3kimouBa
(BmMecTo 6.4% mpu cTaHmapTHaTa HopMma), 6e3 a ce yBenuuaBa Oposi HeJUarHOCTUIMpPaHH
ciyaan Ha BTE'.

Benuku nanueHTH ¢ BUCOKa KIIMHAYHA BepossTHOCT 3a BTE, a Taka cbiio Te3u ¢ HuCcKa
u MmexauHHa (mo Wells u Geneva ckanum), npu kouto D-aumep TecThT € IMO3UTHBEH,
MO/JIeKAT Ha aHTUKOATYJAHTHO JIEYEHHE JI0 M3BBPIIBAHE Ha HEOOXOJUMHTE JAUATHOCTUYHH
o0pa3Hu METOMM.

Tperu eran - 00pa3Hu JTMATHOCTHYHU METOAU:
» KT nynmoanruorpadmus (KTITA)
» Bentunammonno/nepdysnonna (V/Q) cunaturpadus
» YnTpa3ByKOBO M3cienBaHe Ha aba00oku Beru (Y3U-/IB)

[Tpu weratuBuu KT anrmorpadus m Y3U-/IB wim V/Q cumnTtHrpadus auarxosara
BTE moxe 6Ge3zomacHo fa ce uskmoun®. IIpu MO3UTHBEH pe3y/TaT AMarHosara ce CuUTa 3a
MOTBBPJCHA U NALUCHTHT IOJICKU Ha JICYCHHUE.
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Anroputbm 3a nosegeHue npu bTE

KnuHuuHa OueHKa Ha OueHKa Ha
OoueHKa Aua[u%gs pucka JleueHue K/IMHUYEH X0 4
i . n; B
KAMHUYHE OueHKa: +D dimer (BA) O] apermepani OLiSHal
. 12 *PUCK OT KbpBEHe
Geneva/ Wells Toukosa <KTNA - [K avchyHKUmA OpanHu aHTMKOArynaHT +PUCK OT peuuans
OLeHKa Ha pucka +V/Q (unum SPECT) (ExoKr) 0 ® CKPUHUT
[aTeTbp-HaCO4EeHU TEXHUKU
cumHTUrpadua - BK aunatauwa (KTPA) e 3a XTENX npw
+KomnpecuoHHo Bena kaBa GpnnTpyn CULADELLLL
V3V| Ha AB nayuMeHTn
AnropuTbm 3a BUCOK MbpsuuHa KbPBEHE
Xemopu- puck BTE: BUCOK PUCK penepdysun HAma Banuaupanu
HaMMUYHO +KTNA — B MOpenu 3a oueHKa
. eMoaNHaMUYHa BTE
Bucoka W KETX;:\( anu e HecraBuaHocT AHTUKOarynaHTHa i
KAMHUYHA HeKoHTpONMpaHa Tepanua
UnoIohn PELMANB HA BTE
BEPOATHOCT -KomnpecuoHeH Y3 MEXANHEH PUCK AHTMKOarynaHTHa Crangapta Tepanus/
MeskanHeH BUcoK Tepanua HeonpepeneHa
Xemopgu- ANropUTbM 32 He- MesKanHEeH HUCbK (®usotocnacasawa NPOABIKUTENHOCT Ha
HaMHUYHO BUCOK pHcK BTE: penepdysua) neuennero
cTabunuu .KTNA
Hucka n *V/Q (SPECT) XTENX
me; WNHHa +)D CMHM“HFPBQVIN AHTMKOarynaHTHa WHaveuayanta
KA | g ) -KomnpecuoHeH Y3 HUCBK PUCK | repanua nporpama =
KAUHUYHA imer (PaHHO u3nucsaHe) npocneansate
BEPOATHOCT (BA)

NMOBUNNZALNAS

TPOMBO®UANG® PEAXOAQHA ABT
D AUMEP
NEPCUCTUPALL

HENPOBOKWUPAH BTE

TPABMA

BB3NANUTENHN YPEBHN
3ABONABAHNA 2ATAHCTABAHE

XOPMOHA/MHA

KOHTPALIENUMS/ XMPYPTNS]
3AMECTUTENHO

NEYEHVE BPEMEHHOCT]
NOCNEPOAOH
NEPUOA

Bb3PACT  XPOHUYHA CHPREYHA

HEAOCTATBYHOCT hia
MBHEMNON

XPOHWYHIU BENOAPOBHN
3ABONABAHNA

K AVCOYHELIN
PUCKOBU GAKTOPU 3A {CEMNS AT PUCKOBU ®AKTOPU 3A

7e PELIMAMBUPALL BTE
BUTANHN NOKAATEAN BNOXMMUYHN MAPKEPU

DAKTOPU3BA
NOWA NPOrHO3A

®urypa 1. Anroputsm 3a nosenenue npu BTE. (Mmonudunupan or Konstantinides et al.
Pulmonary Embolism Update 2016°) BruoxumidnnTte MapKepy BKIIOYBAT: MAPKEPH 3a MHOKApIHA
yBpena (troponin), MapKepH 3a ChpjeyHa HEJIOCTaThUHOCT- MO3bUeH HaTpuil yperuueH nentuy (BNP)
nin  HeroBust mnpekypcop NT-proBNP; D-mgumep — Bb3pacToBO ajmanTtupaHa CTONHOCT;
Tpombodunmuu* — BrIOYEHH ca caMO aHTHU(QOCONUMUIEH CHHAPOM U BHCOKOPUCKOBUTE
TpoMOoduun  (xereposurotu (aktop V Leiden, xomosuroru protrombin G20210A wmyrarus,
antutpobuH Il nedurur). PyruaHOTO M3cnensane 3a TpoMOO(MINM He € PENOPHYUTEHO 32 BCUYKH
narmentn ¢ BTE. JIBT — npnboka BeHo3Ha Tpombo3a; JIK — msicna xamepa; KTIIA- xommoTsp
tomorpadcka mynmonanHa anruorpadus; ExoKIT — exokapamorpadus; XTEIIX — xpoHudHa
TpomboemOomyHa mynmoHaiHa xunepronus; PESI — pulmonary embolism severity index; SPESI
onpocteH PESI unnekc.

b. Ilpn nauueHTH ¢ XeMOAMHAMUYHA HecTAOWIHOCT U cbMHeHue 3a BTE (¢wur. 1):

» KT nynmoanruorpadmus cieiBa 1a ce H3BbPIIM He3a0aBHO (aKO € HAJTMYHA)

» Ilpu orceerBre Ha ycnoBus 3a KTIIA cnensa na ce m3pbpmn exokapauorpadus (ExoKTD),
IIPU HAJIMYHU JITAaHHHU 33 OCTPO Oe0poOHO Chplie AMarHo3aTa MOXKE Ja c€ MOTBBPAU C
VY3U-/IB u/unu tpancesodareanna ExoKI’

[Ipu manuenture ¢ xemoauHamuyHa HectaOmitHOCT U nanHu oT KTIIA 3a BTE w/umm ot
ExoKI 3a octpo Genoapobno chpiue, w/wmm ot Y3U-/IB 3a JIBT crneasa aa ce mpenmnpueme
crenUYHO JIeueHne: MbPBIHYHA penepdy3us?.

[Tpu nmanmentute ¢ HeratuBHa KTIIA u Te3u 6e3 maHHUM 3a ocTpo OenoapoOHO chpie (OT
ExoKI') cnenBa na ce ThpcaT Apyrd JUAarHOCTUYHU IPUYMHU 3@ ChbCTOSIHUETO UM.
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3. Kaacupukauus na nanuenturte ¢ BTE

Cnen mumarnoctunpane Ha BTE ¢ ormex u300p Ha ONTHUMATHO TEPareBTUYHO
MIOBEJICHUE C€ NPOBEXJa CTpaTU(UKALUs Ha PUCKA Bb3 OCHOBA HA KIMHUYHU JAHHU U
pe3ynraTtu ot jabopaTopHu U 00pazau Metonu Ha u3ciensane (ExoKI/KT) (¢ur. 1).

3.1.Bucoko-puckoBusitr (MacuBeH) BTE e cvc cmbprHOCT >15%. HaGmiomaBa ce mpu

OKJTy31s Ha >50% OT IMyIMOHAHHUTE apTepHH U ce Ae(UHUpPA OT HATUYHH 2

» 11IoKOBO CHCTOSIHUE W/UIIHM KIIMHUYHA CMBPT

» Xwunoronus (cucronno AH<90 mmHg nmm cnag va AH ¢ >40 mmHg 3a noseue ot 15
MUHYTH ), HETIPSTU3BUKAHA OT APUTMHS, CETICUC FITU XUITOBOJIEMHSL.

3.2.Unrepmenuepen puck (cyomacuBen) BTE e ¢ puck or cmepr 3-15%, nanara
XOCHHUTAJIM3aIMsA, MOHUTOPHUHI HA  KIMHUYHOTO CBCTOSIHHE W AHTHKOATYJaIusl.
XapakTepusupa ce c:

a. KiinHU4YHA olleHKA HA PUCKA MOCPEeICTBOM BAJIMJAUPAHHU cKaJH (TalI. 2):

» PESI (Pulmonary embolism severity index) rpynu III o V

» SPESI (Simplified pulmonary embolism severity index) > 1 Touku (puck ot cmbpt >10%)
0. Mapkepu 3a gecHokamepHa (AK) nuchynxuus

» JIK nunaranus u gucyHKIMS, OLICHEHH Ype3 TpaHcTopakaina ExoKIT

» JIK munaranus, onenena ¢ KT (IK/JIK >1)

» TloBuieHue Ha Mo3bueH HaTpuitypernder nentua (BNP/ NT pro BNP)

» Bucoku HansTaHUS B IECHU CHPACYHU KyXUHH MPH JISICHA KaTCThPU3aALUs

B. Mapkepu 3a MHOKap/Ha Jie3usl

» IloBumenu Tporonud T u |; MB ¢pakuus na CPK.

Tabauna 2. Banmuaupanu ckaiu 3a OlleHKa Ha kiMHUYHUSA puck npu BTE: Pulmonary
embolism severity index (PESI) / Simplified pulmonary embolism severity index (SPESI)2.

IMoka3aren PESI Touku SPESI Touku
Br3pact bpoit rogunn I topu>80r
MBKKH TIOT 10T
OHKOJIOTUYHO 3a00JIsIBaHE 30T It
XpOHHUYHA chpaeyna | 10T
HEJIOCTAThUYHOCT .

XpoHnyHo 6enoapoOHo 3a0onsBane | 10 T

[Tyncosa uectora >110 yn/mun 20T It
Cucromnuno AH <100 mmHg 30T It
JHuxatenna yectora >30/MuH 20T
Temnepatypa <36 °C 20T
Hapymeno ch3nanue 60 T
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Aprepuanna oxcuxemorioounona | 20 T It
catypanus <90%

Crparndukanus Ha pucKa

MHOro HUCBHK PUCK Knac I: <65 1, 30-nHeBHA 0 T, 30-aHeBHA
cmppTHOCT (0-1.6%) cMbpTHOCT 1%
Hucok puck Kuac II: 66-85 T, cMbpTHOCT
1.7-3.5%
YMepeH puck Kmac  IlIl:  86-105 T,
cMmbpTHOCT 3.2-7.1%
Bucok puck Kmac IV: 106-125 T,
cmbpTHOCT 4.0-11.4% > 1 1=30-n1HeBHa
cmbpTHOCT 10.9%
MHOro BUCOK PUCK Knac V: >125 T, cmbpTHOCT
10.0-24.5%

3.3.HemacuBuust BTE e c puck ot cmbpT <3%. [IpoTnua 6e3 nposBu Ha XUMOTOHHS, 0€3
nannu 3a JIK nuchyHKIMs u/minu MuoKapHa jie3us. Bojenm ca peciuparopHUTe CHMITOMU:
3a1yX, IUIeBpaJiHa OO0JKa, Kaluluia, KpbBoXpak, ¢edpunurer. Bb3MmoxkHa € paHHa
JIeXOCTIUTATN3AIHS WM NPOBEKIaHe Ha JOMAIIHO JeueHue?,

4. Jleuyenme

4.1.11oBenenne npu Bucok puck (macusen) BTE
4.1.1. Kopekuusi Ha XeMOAMHAMHUYHHUTE HAPYLIEHUS U JieYeHHe HA TuXaTeIHaTa
HEI0CTATBYHOCT
a. Kopexknusi Ha XHIIOTOHUSATA: TTOCPEICTBOM ONTHMHU3HMPaHE Ha NpeaHaToBapBaHeTo Ha JIK
(npeuusupana UHQY3MOHHA Tepanus, npu KoHTpoia Ha [[BH); BazonpecruBHu nekapcTBeHn
NPOAYKTH: mpeanounta ce noradrenaline nngysus; Dobutamine u Dopamine ca noka3aHu
3a NPUJIOKEHMe MPH TAIMEHTH C HUCHK ChpieueH Ae6ut u Hopmanso AH2,
0. [Ipu xunokceMuyHa AUXaTeaHa HEAOCTATHUHOCT Ce MpHUIIara JI03upaHa KUCIOPOIOTEPSIUs
(BKJI. TP MOKa3aHHUsI MEXaHUYHA BEHTUJIALINS).

4.1.2. NIspBuuHa penepdy3us
4.1.2.1 ®uOpUHOIUTHYHA Tepanus e Mmoka3aHa npu Bucok puck (MacuBeH) BTE, xato
HamMaJlsgBa CMBPTHOCTTa MW  pEUUAMBHTE, HO T[OBHIIABa 4YecTOoTaTa Ha
MHTPAKPAaHUATHUTE XeMOParuy ¥ WHIMACHTHTE Ha MACHBHO KbpBeHE>”.
AOCOJIIOTHY NPOTHBONOKA3AHUSA:
- XeMmoparuueH MHCYNIT WIM UHCYIIT C HESICHA FeHe3a
- HcxeMuueH MHCYIT ¢ 1aBHOCT A0 6 Mecena
- Tpasma Ha [THC nnmn MeracTaTU4HO aHTa)XUpaHe
- Cpyerana TpaBma, BKIL. TJIaBa, OJIIMA XUPYPrU4YHA HHTEPBEHINA 0 3 CEAMMIIN
- T'acTponHTECTHMHAIHO KbpPBEHE B MOCIENHUA | Mecel
- H3BecTHO aKTUBHO KbpPBEHE
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Ta6auua 3. JlekapcTBeHH NPOAYKTH U 1034 32 pudpunosusa npu BTE?;

rtPA 10 mg/10 mun + uadysus 90 mg/2 yaca
i 0,6 mg/kxr 1.T. 32 15 MuH (MakcuManaa go3a 50 mg)

4.1.2.2. Tlpu macuBen bTE u nmporuBonoka3anus 3a GpuOpHUHOIN3a B CbOOPAKECHHE
ca  XHpypruuecka eMOOJIGKTOMHs, TMEpPKyTaHHAa  KaTeThp  C€MOOJIGKTOMHUS  WIIU
embondparmentanus’®, JlokanHaTa KaTeThp-HACOYEHA YATPa3ByK-aCHCTUpaHa (GUOPHHONH3A
B HUCKHU 11034 (10-20 mg rtPA) B xkoMOuHanus ¢ XemapuH BOJU 10 Obp3a XeMOJWHAMUYHA

CTaGI/IJII/BaI_II/Iﬂ, 0e3 Ja NoBHIIaBa ChIICCTBCHO Y€CTOTATAa HA XCMOPArunyHUTC yCJIO)KHeHI/ISIS.

4.2. Tloenenue npu HemacuBeH BTE
IMannenture ¢ Bucok nHTepmenuepen puck 3a BTE (PESI rpynu 3-5, ¢ nannu 3a

JK nuchyHkmus u ne3us) cielBa Ja MOodydyaT aHTHKOAryJaHTHA Tepamusi ¢ XemaphuH U

CTPUKTHO J1a C€ MOHMTOpUpAT noHe 48-72 yaca ¢ orjeja cCTapTHpaHe Ha >KUBOTOCHACSBAILA

penepdy3uOHHA Tepanus MpHU MOsABa HA Gele3H Ha XeMOANHAMIYHA HECTAOMIHOCT ",

IIpu manmeHTUTE ¢ HUCHK MHTEPMeanepeH puck U HUCbK puck BTE crnenga na ce

MIPOBE/IC AHTUKOATYJIAaHTHA TEepaIlus.

AHTHKOATYJIALUA:

> Hedpakuuonupan xemapud (HDPX) iv.:. Bomyc 80 IU/xr t.1. (5000-10000 IU),
nocneasama uHpy3us 18 IU/kr 1.1./1ac (1000 1U/gac). IIpu kontpon Ha aPTT mosata ce
tutpupa 10 1,5-2,5 nbTH KOHTpoOJIaTa.

» XenapuHu ¢ HUCKO MoJieKyJaHO Tersio (LMWH) u antu-dgakrop Xa JiekapcTBeHH
npoayktu. Ilokasanu ca npu Bcuuku manveHTH ¢ HemacuBeH BTE, kxouto HAMmar
O0b0OpeuHa HenoCTaThYHOCT. [IpHiIoKeHNEeTo UM B YCTAHOBEHHUTE JJO3U HE C€ MOHMTOpHpA
1a0opaToOpHO.

>

Tadauua 4. J{o3u 32 noako:xxHo npuJioxkenne Ha LMWH u Fondaparinux (anTtu-daxrop

Xa) npu nanuenT ¢ HemacuseH BTE

JHeBHa 1032 HNHuTepBaj Ha NpUIIOKEHHE
Enoxaparine 1 mg/kr T.T. Ha 12 yaca
Nadroparine 0.1 ml/10 kr T.T. Ha 12 vaca
Fondaparinux 5 mg (1.1. <50 k1) Ha 24 yaca

7.5 mg (1.1. 50-100 T)
10 mg (1.1. >100 K1)

Awnruxoarynaruara ¢ Heparin, LMWH mmu Fondaparinux npoxsmkasa 5-10 gam’®,
LMWH wunu Fondaparinux ce npennounrtar npeg HOX B octpus craauii Ha BTE nopaau no-
pPEAKHM XEMOpPAarudHU YCIOKHEHUS M TO-HUCHK PUCK OT TPOMOOIMTONEHHUS (XemapuH-
MHAYLHpaHa TPOMOOIIUTONIEHUS).

HedpakuuonnpaHusT XenapuH ce NpeArnovynTa Mpy MalueHTy: IpU KOUTO ce 00ChxKaAa
nbpBUYHA  periepdysus  (PUOPHHONIM3a/MHTEPBEHIIMOHAIIEH TOAX0NA); MNpu ObOpeuHa
HegocraTbuHOCT (CrCl <30 mu/muH); npu u3paszeH odesutac. [IpuunHuTe 32 Ta3u Npernopbka
ca: mo-KpaTkusT nonyxuBoT Ha HOX, necen konTpos Ha edekra My (u3cnensane Ha aPTT),
BB3MOKHOCT 32 ObP30 HEyTpaJIM3UPAHE C IPOTAMHH.
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AHTHKOArynanusra ¢ HWHIUPEKTEH aHTHKoaryianT (ButamuH K aHTaroHuer -
Acenocoumarol, Warfarin) crnena nma 3amoune 24-48 yaca OT HA4yaloOTO Ha JIEYEHHUETO.

3actenBadero ¢ HOX nmu LMWH e 4-5 nHu, karo napeHTepaiHaTa aHTUKOArysiauus ce

npeycranossBa rpu INR 2.0-3.0 B moHe 1Ba 0CI€10BATEIHH IHH 2,

IIpn mamyentn ¢ HUCBK puck oT BTE mnpunoxxeHnero Ha T.H. HOBH II€POpaIHU
antukoarynantu (HOAK) mokaza cxogHa TepameBTHYHA €(QEKTHBHOCT B CpaBHEHHE C
KJIaCHYECKMTE CXEeMM Ha JIedeHHMe MPH MO-HUCKO HMBO HA XEMOPArMYHM YCIOKHEHHA".
[IpennMcTBara ca, 4e JICUEHUETO € C €IUH JIEKapCTBEH NPOAYKT U HE CE Hajara 3acTbIIBaHE,

CKBCSIBA C€ OOJTHUYHHMST HpeCTOﬁ, oe3 Jla CC BJIOIIAaBAT TCPAIICBTUYHUTC PC3YJITATH.

Tab6aunna S. Ilpuiioxkenne Ha HOBM NepopaJiHU aHTHKoaryJaHTH npu BTE

JIEKAPCTBEH MPOAYKT Hacumama go3a IMopabpxama xo3a
Dabigatran Hauanna Tepanus ¢ 2*0,150/nu
TpomOuHOB HHXUOUTOP HapeHTepAIICH

aHTukKoaryiaant 5-10

JTHU

Rivaroxaban 2*0,015/a1 3a 3 0,020/ mu
Hupekren ¢axkrop Xa nuHXHUOUTOP ceaMuIu
Apixaban 2*%0,010/gu 3a 7 nau 2*0,005/mu
Hupekren ¢axkrop Xa nuHXHUOUTOP

[TpoabmKUTETHOCTTAa Ha aHTUKOAryIanTHOTO JeueHue npu bTE crneasa ga 6b1e none
3 Mmeceria.

Hporﬂo3a HAa 3200JI9BaHETO:

[Ipn anexkBatHO nuarHocTUIMpaHu W JekyBaHu mnanueHtd ¢ BTE 30-gHeBHara
CMBPTHOCT Bapupa Mexay 9 u 11%, a Tpumeceunara - mexay 9 u 17%2. Apronusara Ha
MyJIMOHAJTHUTE TpomOW dvecto He € mwiaHa. Cnex octbp BTE wm emnoromgumien kypc Ha
aHTHUKOATyJIaHTHO JIedeHue nepy3uoHHaTa CHUHTUTpadus ycTaHoBsBa ipu 35% ot GonHuTE
MaJIKi OCTaTh4yHU nepy3nonHu aedpextu (B 90% ot cnyuaure ca moa 15%).

YectoraTta Ha paneH peunauB Ha BTE (Ha ¢poHa Ha aHTHKOArynaHTHO jedeHue) € 2%
Ha 2-pata ceamuna, 6,4% na 3-tust mecen] u 8% Ha 6-TUs1 Mecell.

KbcHute peunanBu Ha 3a00isiBaHeTO (Clie]] CIUpaHe Ha TEpanusTa) ca ¢ Hail-BUCOKa
yectoTta (13%) npe3 mppBuTe 6-12 Mecena. Cnen mbpBaTa roJrHa Y€CTOTaTa HA PEIUIUBH €
3-5%/romumAo, KymyaaTuBHO 23% Ha S-tata u 30% Ha 10-tara rommma’. Ilpm

HernpoBokrpaH bTE dyectora Ha penuanBy € mo-BUCOKA.

XponnuHa Ttpomboembonmnuna myiamonanHa xuneptoHus (XTEIIX) ce ycraHoBsiBa
npu 0.4-6.2% ot nmamuentute ¢ npexusssad BTE, cpexno 3.4%8. [luarnosara ce mocrass,
ako cruex 3-MeceyHO e(EeKTHBHO JIEYeHHWE C AaHTHUKOAryJlaHT, IpH JsACHA ChpJeYHa
KaTeThpHU3alHs C€ YCTAHOBU CPETHO MyAMOHAIHO Hansirane >20 mmHg, 6e10apo0HO chA0BO
cenpotusneny >3 Wood exuruny (240 dynees/cm®). 3a1b/KUTENHA JOIBIHATEIHH YCIOBHS
ca: A/ Hanuumne Ha mone 1 cermenteH nedext B mepdysusra or V/Q cumHTHTpadus WU
KAT-nmynmoanruorpadus; b/ Hopmanao mynmo-kanwisipao Hamsrane (wedge-pressure); B/
OTchCTBHE HA KIMHUKO-Ta00paTOPHU JaHHU 32 JIpyro 3a0oisBaHe, 00sSCHSABAIIO HAXOIKATA.
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https://mediately.co/bg/drugs/?q=Acenocoumarol

ITII. XAPAKTEPUCTUKA U EIIMAEMHNOJIOI'UA HA 3ABOJISIBAHETO XObb

XpoHuvHata oOCTpyKTHBHa OenoapoOHa Oosect (XOBb) e dyecto cpemianHa, mpeaoTBpaTHMa H
nednmMa OOJIECT, XapaKTepu3upania ce ¢ MepCUCTUPAIIN PECTUPATOPHA CUMIITOMH M OOCTPYKITUS Ha
JIMXATeITHUTE IIbTHINA W/WIM aQJIBEOJIAPHU YBPEXKIAHUS, OOMYAHO NPUYMHEHU OT 3HAYMMA
EKCITO3UIUS Ha BPEIHH YaCTHIIN MU Ta30Be.

Haii-yectuTe peciupaTopHu CUMIITOMH Ca 33]1yX, KallUTUIa U/WIH €KCIICKTOPAIIHSI.

[TarueHTHTE MOALICHABAT TE€3U CUMIITOMHU.

OcHoBHM puckoBu ¢akropu 3a XOBb ca TIOTIOHONYIIEHETO, €KCIO3ULUATA NpPU H3rapsiHe Ha
Ouomaca M 3aMBbpPCSABAHETO Ha Bb3AyXxa. lIpenpasmonaramu (GakTopu ca TeHETHYHH aHOMAJIMH,
nedeKTH B pa3BUTHETO Ha Oenute ApoOdoBe U Obp30TO crapeeHe. B mpornuanero Ha XObb nma
NEepUOJIM Ha OCTPO BIIOIIABAaHE HAa PECHUPATOPHUTE CUMIITOMM, HapedyeHu ek3auepbObauuu. [Ipu
noBevyero nanueHTd XOBb e cBbp3aHa ¢bhC 3HAYMMHU CBHITBTCTBAIM XPOHHYHH OOJIECTH, KOWUTO
MOBHIIABAaT MOPOUTHOCTTA U MOPTAIUTETA.

Bponxmannara actma € puckoB (akTop 3a pa3BUTHETO Ha Bh3AyIIHA 00cTpykuus U XOBB.

B cBera ot XOBbb 3a 3acernatu Hajg 300 muiH O0NHM, KaTO 4YecTOTaTa CHOpEZ pa3jMYHU aBTOPU
Bapupa oT 6 10 10%. IlpoBeneno B bwiarapusi mpoyuBane, ycraHoBsBa yectora Ha XObBb B
[IneBenckus peruox okoio 15%.

XOBb e cpen BojemuTe NPUYUHU 32 OOJIECTHOCT U CMBPTHOCT B CBETAa U BOJAU JO 3HAUMUTEIHA U
HapacTBallla collMajHa M MKOHOMHUYEcKa TexkecT. lIpeaBmkna ce oT miecta BoJeIla MPUYMHA 3a
cmbpTHOCT Mipe3 1990 r. XOBb me 6bae Tpera nmpe3 2020 r. u yerBbpTa mpe3 2030 r. Ogaksa ce
npe3 2030 r. XObb na Obae ceama mpuuMHa 3a MPEXJIEBPEMEHHA CMBPTHOCT U MHBAJIUIHOCT B
cBeTa cnpsAMo ABaHazaecera nosunus npe3 1990 r. XObb e npuumna 3a 56% ot paszxoxute 3a
pecniupaTopHu 3abonsBanus B EBpornetickust ¢bio3 (38,6 Muia. €Bpo).

Kpurepun 3a nocraBsiHe Ha AMarHos3aTa

XOBb Tpsab6Ba na ce mogo3upa Mpu BCUYKHU MALMEHTH C OIUIAKBAHUS OT 3a7yX, XpOHHYHA KalllIuIa
W/WIM €KCTIEKTOpalusi W JaHHU 3a eKCIO3WIMS Ha PHUCKOBU (akTopu. 3a TOTBBP)KIAaBaHE Ha
IuarHo3aTta € HeoOXOAMMO TpoBeXkJaHe Ha (YHKIHOHATHO U3CIEIBaHE Ha JAHIIAHETO
(ctupometpusi) ¢ Oporxoamnararoper TecT. CroTHomeHue Ha PEO1/OBK

<0.70 cmex OpoHXoawnaranus TOTBbpKIaBa JAuarHo3ata. Crnmpomerpusita €  Haid-
BB3IPOU3BOJIUMOTO U OOSKTHBHO M3MEPBAHE Ha B3 TylTHATA OOCTPYKITHSI.

1. AudepeHnuaina 1uar{o3a

Hudepenunannara nuario3a Ha XObb Ha mbpBo MscTo TpsiOBa Ja BKIIOYBA OpOHXHAallHA acTMa.
[Ipy HSAKOM MalMEeHTH C XPOHH(UIHMpaIa acTMa pa3rpaHMYaBaHETO Ha JIBETE€ CHCTOSHHUS HE €
BB3MOKHO ChC CETAallTHUTE JHATHOCTHYHN METOMIU M C€ TIpHeMa, 4e Te CHIIEeCTBYBAT €THOBPEMEHHO.
[Tpu Te3u manueHTH JIEYEHUEeTo € MOoJ00HO Ha TOBA MpH acTMa. B nudepeHnmanHo AMarHoCTHYECH
miaaH TpsOBa /a ce OOMHUCIAT W CIEIHHUTE 3a00JIsBaHMs: 3aCTOMHA ChpJEYHA HEIOCTATHUYHOCT,
OpoHXHEKTaTu4Ha 00JIeCT, TyOepKy03a, 00auTepHpaIl OPOHXUOIUT U TU(Yy3eH TaHOPOHXUOIUT.
Knacudukanus Ha TexxecTra Ha OOCTPYKIMATA HAa Bb3IyLIIHUTE IIbTUINA, Oa3MpaHa Ha CTOWHOCTUTE
Ha ®EO1 cnex 6poHxonunartays:

[Tpu natmenTtn ¢ ®EO1/PBK <0.70
GOLD 1: JIeK ®EO1 > 80% ot npeaBuaeHoOTo
GOLD 2: yMEpPEH 50%< ®EO1 < 80% oT npeaBuieHOTO
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GOLD 3: TEXKBK 30% < ®EO1 < 50% ot npenBUIEHOTO
GOLD 4: MHoro Texpk  DPEO1 <30% ot npeaBuaeHoOTO

2. OneHka HA CUMIITOMHTE
JlocThIieH MHCTPYMEHT 3a M3MepBaHe Ha 3amyxa e ckaimarta Modified British Medical Research
Council (mMRC). Ts xopenupa n1o6pe ¢ ApyruTe HHCTPYMEHTH 3a U3MEPBAHE HA 3JIPABHUSI CTATyC
U € TIPEeIUKTOp 3a PUCKAa OT CMBPT. 3a MSUIOCTHA OIEHKA HAa cuMOToMuTe ce mpenopwuBar COPD
Assessment Test (CATTM) u COPD Control Questionnaire (The CCQO).

KOMﬁI/IHI/IpaHa CXe€Ma 3a OllCHKa

OrneHka Ha

CrnupomMeTpuyHO Orenka Ha
IOTBLpPAEHA OTrpaHMYICHUCTO Ha CUMITOMHUTE/pHCKA
JMarHo3a BB3AYIIHUA IIOTOK OT eK3aLepoanuu

> >

AHaMHe3a 3a
yMepeHa Wi

TEKKA
ex3anepoauus
Creren DEO1 >2 umu >1 Bozenta
(% ot JI0 XOCTITAITH3aIUs
TIpeIBHICHNS ) C D
GOLD1 |=80
TDEQL/DBE<0T GOLD?2 |50-79 0w 1
(0e3 a BOIAT 10
_ XOCIHTATH3AIIN )
eneq GOLD 3 |30-49 A B
GOLD4 |<30
MMRC 0-1 | mMRC > 2
CAT<10 |CAT=10
Cumnromu

®dur.1 KomOunupana cxema 3a omnenka Ha mamueHta ¢ XObb. GOLD - TI'mo6Gamna
uHnnuatuBa 3a XObb; ®EOI — dopcupan excnmpatopen odem 3a 1 cekynna; @BK — dopcupan
ButasieH kanaruteT; mMMRC: modified Medical Research Council dyspnea questionnaire; CAT™:
COPD Assessment Test™

3. Tepanus 3a npeBeHUHs U MOTHP KA Tepanust
e (CrnupaHeTo Ha TIOTIOHOIYILIEHETO € KI0Y0BO
e @apMmakonoruyHaTa Tepanus Moke JAa Hamanu cumnromure Ha XOBb, kakto u
4yecToTaTa U TeXeCTTa Ha ek3auepOaluuTe U Aa NoAo0pu 3paBHUS CTaTyC M TOJepaHca
KBbM (PU3UYECKO HATOBAPBAaHE
e Bceku dapmakoTepaneBTHUEH peXUM TpsOBa na ObJe WHIWBHAYyAIH3UpPAaH U BOJCH
Crope]; TeXeCTTa Ha CUMITOMHTE, pPUCKa OT eK3auepOaluu, CTpaHWUYHHUTE IEHCTBHI,
KOMOPOUIHOCTUTE, HAJIMYMETO Ha JICKAPCTBEHU MPOAYKTH M IIeHaTa UM, KakTO U OT
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OTroBOpa Ha MAaIMEeHTa, MPEANOYUAHMAITa My U CIIOCOOHOCTTA J1a M3IOJI3BA PAa3IMYHU
YCTpOICTBaA 32 UHXATHPAHE.

e llnxanaTopHaTa TeXHHMKA TPsIOBA /1a CE OLIEHSABA PEIOBHO.

e [IpoTruBorpunHaTa BaKCHHALMS HaMmajsBa 4YeCTOTaTa HAa HMH(MEKTUUUTE Ha JIOJTHUTE
JUXaTEIHU [IBTHUILA.

e [IneBMOKOTOBaTa BaKCHHAIMS HaMallsiBa MH(MEKIMUTE HA JIOJIHUTE AUXATEIHU IBTUILA.

e benoapobHara pexabminTanus 1ogo0psiBa CUMIITOMUTE U KaYe€CTBOTO Ha KUBOT.

e [lpu mnauumeHTUTE C TEXKa XPOHUYHA XUIIOKCEMUsS B IOKOH, NIPOABLKUTEIHATA
KHUCIOPOAOTEpANHs Mo100psiBa MPEKUBIEMOCTTA.

e [lpu mamuieHTH C TeXKa XpOHMYHA XUIEPKAHHUA M aHAMHE3a 3a XOCIHUTAIH3aIUs 3a
ocTpa AMXaTelHa HEeIOCTaThYHOCT, MPOIAb/DKUTETHATA HEMHBA3MBHA BEHTUJIAINS MOXE
Jla HAaMaJIl MOPTAJIMTETA U Ja IPEA0TBPaTH Pe-XOCIUTAIN3ALUATA.

e [lpu ompenenenu mamueHTH ¢ HampeaHal eMduzeM pedpakTepeH Ha ONTUMH3UPAHU
MEIHUIMHCKH TPUXKU, XUPYPrHUHUTE U OPOHXOCKOIICKM HWHTEPBEHLIMHM MOXE Ja ca
TIOJIE3HHU.

4. OcHnoéHu zpynu n1ekapcmeenu npooykmu, npenopvyeéanu npu cmaounna XObb

bponxogunararopu

JlexapctBenu mnpoaykTH, KouTo mnoBumasar DPEO] win npomMeHSAT Ipyru CHUPOMETPUYHU
napamMeTpu, OOMKHOBEHO KaToO Bb3ACHCTBAT Ha IJIa/lKaTa MyCKyJaTypa, ce Hapuyar
OponxonunataTopu. Te o0reKyaBaT U3AUIIBAHETO, HAMAJISBAT JUHAMUYHATA

xunepuHdIanus B MOKoW U mpu (uznyecko ycuiue, nmoaoopssar ¢uzndeckus kamauurter. Morar
Jla ce IpuwiaraT KaTo JIEKapCTBEH MPOAYKT, KOHTO ce H3IOoJI3Ba caMO IpH HYXXJa WM KaTo
koHTpoJep. [Ipu neyenue Ha crabunna XObb ce npeanounTta nHXanaTopHaTa Tepamnus.

N300pbT Mex Ty B2-aroHUCTH, aHTUXOJIUHEPT UL, TEOPMINH WK KOMOMHUpPAHa Teparns 3aBUCH OT
WHIVBUAYAJIHNS OTTOBOP Ha MALIUEHTA U OT CTENEHTAa HAa ChTPYAHUYECTBO IIPH JICYEHUETO.

32-aronmncTn

e Kkparko aeiictBamiu 32-aronnctu (b2AKJT): Salbutamol, Fenoterol

e o aevictBammu B2-aronuctu (B2AJ1J]): Salmeterol, Formoterol, Indacaterol,

Vilanterol, Olodaterol

OcHOBHOTO feiicTBUE HA 32-arOHUCTUTE € Ja pelakcupar riajKaTa MyCcKynarypa, KaTo CTUMYIUpaT
32-ampeHepruyHuTe peHENTOPH C TMOBUINABaHe Ha HUKIUYHUS AM®D. [lpombmkuTenHOCTTa Ha
neiicTBue Ha 32-aroHUCTHUTE € CpeHO MexXAy 4 u 6 Jaca.
VYnorpebara - penoBHo win npu Hyxk1a, Ha b2AKJ[ mogo6pssa ®EO1 u ob6nexyaBa CHMIITOMUTE.
[IpemopbuuTeIHO € U3BBH eK3arepOarus ga ce mpueMar npu Hyxkaa. Ynorpebara Ha b2AK]/l BbB
BHUCOKH JI03M NPHU NAIlMEHTH, KOUTO BeUe MprueMaT JeKapCTBEHU MPOAYKTH, chabpxammu b2AJIJ], He
ce IMpenopbyBa MOpPaAW BB3MOKHHUTE CTPAaHUYHU JIEWCTBHS, JMIICaTa Ha JOKa3aTelicTBa 3a
e(eKTUBHOCT U PUCKA OT pa3BUTHE HA TaXU(PHIAKCUS.
B2A1J] 3nauntenno nmomodpssar ®EO1, nucnHesTa, KAUeCTBOTO HA KUBOT, HAMAJISIBAT YeCTOTaTa
Ha eK3alepbanunTe, Ho He MOBIUSABAT Ha CKOPOCTTA Ha CHUYKaBaHE HA
OenoapoOHaTa GyHKIUS U cMbpTHOCTTA. Salmeterol monmkaBa yectoTara Ha XOCHUTAIM3AIUUTE.
Indacaterol, Vilanterol u Olodaterol ca B2-aronucty ¢ 24 4acoBo
JeCcTBHE, €AHOKpAaTEeH MpueM, ¢ Jo00Bbp e(heKT BbpPXY IUCIHEsTa, 3APABOCIOBHOTO CHCTOSHHE,
YecToTara Ha ek3arepoanuure, ¢ 1006p mpodrt Ha 6e3onacHOCT. bpoHxoaUIaTaTOPHUST
eeKT € 3HaYMTEeIHO Mo-ehekTuBeH B cpaBHeHHe ¢ Formoterol u Salmeterol, u mogo6eH Ha TO3H, Ha
Tiotropium.
[Ipeno3upanero ¢ B2-aroHrCTH MOXKE Ja TOBEAE 10 CHHYCOBAa TaxXUKapAus, TPEMOpP, OCOOEHO MpH
MO-Bb3PACTHU TMALMEHTH, PSIAKO XWIOKadueMmus (IpU €JHOBPEMEHHO IMpHUeMaHe ¢ THa3UIHU
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JTUYPETHULIN).

AHTHXOJUHEPTUIN

e Kpatko aeiictBamy antuxoauHepruiy (AXK/I): Ipratropium bromide

e 1eJITO AeticTBamy antuxonuueprumu (AX/IJ1): Tiotropium bromide , Glycopyrronium

bromide, Umeclidinium bromide, Aclidinium bromide

AHTUXONMHEPTUIUTE OJOKHpAT AIlCTHIXOIMHOBUS €(PEKT HAa MYCKapUHOBUTE PEIENTOPH, KaTo
MPOMEHST TMPEIaBaHETO HA HEPBHUTE UMIIYJIICH B TPETaHTIHMOHAPHUTE BPB3KH. Tiotropium
nposiBsiBa (hapMaKko-KMHETUYHA CEIIEKTUBHOCT Mo oTHoIIeHue Ha M1 u M3 penenropute. Cpennata
IPOABDKUTENHOCT Ha gAeiictBuero 3a Acclidinium moctura mgo 12 waca, a 3a Tiotropium,
Umeclidinium u Glycopyrronium nocrturar mo 24 4aca. Tiotropium HamansBa ek3auepOanuuTe u
CBBpP3aHUTE C TAX XOCIHUTAIMU3ALUHU, MONO0psiBA CUMITOMATHKATa M OOLIOTO 3JIPaBOCIOBHO
CBCTOSTHUE, JTOTIPUHACS 32 €)EKTUBHOCTTA HA
OenoapoOHaTa pexaOWIUTAlMs, HO HE OKa3Ba BIIMSHUE BBPXY CKOPOCTTa Ha CHIDKaBaHE Ha
oemonpoOHaTa PYHKIHS U PUCKA OT ChPACYHO-CHI0BO 3a0omsiBane. Aclidinium,
Glucopyrronium u Umeclidinium ca ¢ mooOHU XapaKTePUCTUKH. AHTUXOJIMHEPTUIIUTE Ca C
n00bp mpodua Ha Oe30MacHOCT, HHCKa a0copOmms, KOSTO HaMaysiBa MPOsBaTa HAa CHCTEMHUTE
edexTn. Haii-uecture cTpaHndyHu epeKkTH ca cyxoTa W/WJIM METaleH BKyc B ycrara. M30srBar ce
MIPY MAIMEHTH C TJIAYKOMa U TPOCTaTHA XUTIEPILIa3usl.
B2AJJ] n AXJIJI ca mpeanoyuTaHu B CpaBHEHUE C KPATKOJCHCTBALLUTE JIEKAPCTBEH MPOAYKT C
M3KJTFOYCHUE 32 TIAIUCHTHTE C PSIKO M3SBSIBAII CE 3aTyX.
[Tpu natmentute ¢ XOBb HavanHara Tepamnus MoKe J1a BKJIFOUBA €/IMH HIIU JIBa
IBITOJCHCTBAIN OpOHXOAMIIaATaTOPH. [Ipy MalMeHTH ¢ MepCUCTHPAII 3ayX JIEKYBaHU JJO MOMEHTA
C eIMH OpOHXOAUTIATATOP, TPSIOBA a OBbE BKIIOUEH BTOPU TaKbB.

MeTHIKCAHTHHHI

Te neficTBaT KaTO HEceNeKTUBHU QochoarecTepasHu HHXUOUTOPH.

IIpu ynotpeGata Ha Theophylline e ycraHoBeHO mNojoOpsiBaHEe (QYHKLUATA HAa WHCIMpATOpHATa
Myckynarypa. KnmbpbHCa Ha JIeKapCTBEH MPOAYKT ce 3a0aBsi C HampelABaHEe Ha BB3pacTTa.
JoGaesineto Ha Theophylline kM Tepanusta cbe Salmeterol Bomu 10 mo- 3HaunMo nogoOpsiBaHe Ha
Ha ®EO1 u 3amyxa, OTKOJIKOTO MOHOTepanus camo c¢be Salmeterol. Huckute no3u Ha Theophylline
HamajsBaT uYecToTaTa Ha eK3alepOalMuTe, HO HE IMOBHILIABAT IOCT-OpPOHXOIMIATATOPHUTE
(GYHKIMOHATHY TIOKa3aTeNd. TOKCHYHOCTTA € J030-3aBUCHMA, C MajKa TepaneBTHYHA MIMPHHA, a
Hail-noObp edekT ce HabmoAaBa MpPH BHCOKU J103M, ONM3KM 10 TOKCHYHUTEe. Morar na ce
Ha0Jr01aBaT MPUCTHIN OT APUTMUHU, IPUTIAABIM THI ,,grand mal”, rmaBoOonue, 6e3ChbHUE U TaJIeHEe,
PEaKIMU C IPYTU JEKAPCTBEH MPOAYKT (JUTUTAIIHUC).

KoMOnHMpaHu j1eKapCTBEHH NPOAYKTH
e KOMOWHHpAHU IBITO JAeWcTBaIly B2-arOHUCTH C IBITO ASHCTBAIA AHTUXOIUHEPTHUIIH:
Glycopyrronium / Indacaterol, Umeclidinium/Vilanterol, Tiotropium/Olodaterol,
Aclidinium/Formoterol, Glycopyrronium/Formoterol
e KOMOWHHMpAHU IBITO JeicTBamy [B2-aTOHUCTH C WHXAIATOPHU KOPTUKOCTEPOUAU —
Budesonide/ Formoterol, Fluticasone propionate/Salmeterol, Fluticasone furoate/
Vilanterol, Beclomethasone dipropionate/Formoterol, Fluticasone
propionate/formoterol, Mometasone/Formoterol
PenoBuust mpueM Ha KOMOMHHMpPAHUTE JIEKAPCTBEH MPOJYKT, ChABPXKALIM HHXAJIATOPHU
KOPTUKOCTEPOUAM, BOIM JIO TMOA0OpsiBAaHE HA CHMIITOMAaTHKaTa, OenogpoOHaTa (yHKIWMS,
Ka4yeCcTBOTO Ha KMBOT M HaMaJsiBa YecToTaTa Ha ek3amepOaruute npu namueHtd ¢ FEV1< 60% ot
IIpeIBUJIEHaTa CTOMHOCT, HO HE IOBJIMSABA CMBPTHOCTTA U CKOpPOCTTa Ha cHMXkaBaHe Ha FEV1 B
abarocpodeH acnekT. [IpuemsbT Ha UKC Boau 110 MOBUIIIEH PUCK OT pa3BUTHE HA MHEBMOHKMM. Hsama
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KaTerOpyHU JIAaHHU 32 HEraTUBHO BIIUSIHUE BbPXY KOCTHATA IUIBTHOCT.
[IpoabmxuTennara Mmonotepanus ¢ ICS (MHXanaTOpHU KOPTUKOCTEPOUIN) HE C€ IPENopbhyBa.

KomOuHupanute npiaro nedcrBamy [2-aroHUCTH € HHXAJIATOPHH KOPTUKOCTEPOUAM ca IIo-
eeKTUBHH, OTKOJKOTO TEpamusiTa C TE3W JICKApCTBEHH NPOAYKTH IO OTIEIHO, IOpaIu
CHHEPTUYHUS

dapmakonorndeH eexT, KOUTo mposiBsBar. [IpoyuBaHust OT TOCIEAHUTE TOAMHH Ca MMOKa3alld, 4e
OposT Ha eo3uHO(DHUINTE B KpBBTa (MpueTa e rpanuia ot > 300 kietku/pl) € mpenukTuBeH (hakTop
3a epexra Ha MKC B mocoka HamalsiBaHe Ha eKk3alepoOanuure.

e Tpoitnu komOuHarmu B exno ycrpoirictBo — MKC + B2AJ] + AXJIJT : Fluticasone
furoate/Umeclidinium/Vilanterol,  Beclomethasone dipropionate/  Formoterol/
Glycopyrronium

TpoitHata komOuHamus momoOpsiBa OenoapoOHaTa (YHKIUS, CUMIOTOMUTE W TIPEIOTBpPATSABA
ex3anepoanunte. Edexkrure ca mo-oruetnvBu npu cumnromuu namuent, PEO1<50% u anamuesa
3a eK3alepoanuu.

CucreMHu (OpaJIHU U apeHTepaHu) KopTukocrepouau - Methylprednisolone, Prednisone.

He ca momxomsmm 3a mpoxbJDKUTENHO JjedeHue Ha mnamueHtute ¢ XOBb, mopagm penuna
CTpaHHYHH e(PEeKTH MpH yrnoTpedaTa MM- CTEPOHIHA MHONATHA (KOSITO BKIIFOUBA MYCKYJIHA CJIa0OCT,
MNOHWKEHH (DYHKIIMOHATHA BH3MOKHOCTH, AUXATEIIHA

HeZocTaTbuHOCT Ipu nanueHTH ¢ Texxka XOBbB), ocreonoposa, crepouaeH auader, XUNEPTOHMS,
CTOMAIIHO-YPEBHU KPHBOU3IIHMBH U JIP.

®dochoamnecrepasa-4- uaxuduropu (®I4H) - Roflumilast

[ToaTuckar BB3MAJCHUETO Ype3 MHXUOMpPAHE Ha pasrpaKIaHETO Ha WHTpALENyJapHUsS LUKINYEeH
aneHo3uH MoHodochar (HAM®P). EnHokpaTHUS [HEBEH MpHUEM OCUTYpsSBa HWHIAUPEKTHA
Oponxoaunataums 1 noaodpsss FEV1, namandBa cpeaHO TEXKUTE M TEKKHUTE eK3alepOaruu.
@ /141 tpsabBa na ce komObunupar ¢ nore eauH b2AJIJ1. Haif-uecturte crpanndnu epekTH ca: 3aryoda
Ha afeTuT, rajieHe, KOpeMHU OOJIKM, AMapHsi, HapylIeHHs B ChHs, TJaBoOoiine, 3aryda Ha Terjo
(cpenHoO 2 Kr mo BpeMe Ha Mpocie/sBaHEeTO), KOUTO OOMKHOBEHO ca mpexojHu. Ha mammenTtu c
nenpecusi ®JI4U1 ce mpeanucBar ¢ MOBUILIEHO BHUMaHMs, a KoMOuHarmsta ¢ Theophylline ne e
yJlayHa.

Hauannara u nocienBaia ¢papMakoJIOTHYHU Tepanuu ca npejacraBeH Ha Tadm.1 u Tabn.2

JJonbJIHUTEIHHU JIEKAPCTBEH MPOAYKT

e BakcuHu
[IpenoppuBar ce yOUTH WU KUBU, THAKTUBUPAHU BAKCHHH, KOUTO ca M0-e(PEKTUBHHU, OCOOEHO TpH
BB3pacTHU Xopa. [IHeBMOKOKOBaTa Mojau3axapujHa BaKCHHa C€ MPENopbuBa 3a MaIlMEeHTH Hal 65
ronuna Bb3pact ¢ FEO1 <40% ot npeasuaeHaTa CTOMHOCT.

e Tepamus c Alpha-1 Antitrypsin:
[Topanu Bucokarta cH 1LieHa, JIEKapCTBEHUSI MPOAYKT € MOKa3aH 3a MJIaJy MalMEeHTH ChC 3HAUUTENICH
alpha-1 antitrypsin gedunur u qokazan eMpu3eM.

e  AHTHOMOTHIIN:
B nocneanu KIMHUYHY NPOYYBAHUS U MPOCIEASIBAHUS CE€ YCTAHUBSBA JIEKO
MOHWKaBaHEe B dYecToTara Ha ek3arepOanuute mpu namueHTH ¢ XObb, xouTo ce mpemuHamm
anTHOMOTHYHA npodrakTrka. [IpoaABIKUTENHOTO (€HA TOAWHA) MpWIaraHe Ha a3UTPOMHUIIMH U
EPUTPOMUIIMH HaMaJIsIBa ek3arepoanuute. BerpockT 3a kKonoHu3amusaTa Ha manuetute ¢ XObb Bce
olle € TUCKYTaOWJIeH, HO TMOpajd CTPAHWYHUTE e(PEeKTH Ha AHTUOMOTHIIMTE U ONACHOCTTAa OT
pa3BUTHE HAa PE3UCTEHTHW MHUKPOOPraHM3MHUTE, aHTHOMOTHYHATa MpOo(dUIAKTUKAa HE ce Mpuiara
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MacoBo.

e (CraTtuHu: HE MpPENOTBpaTSABAT eK3alepOaluuTe NpU HAHMEHTH C MOBHUIIEH PUCK 3a

ex3arepoanu.

e MykonuTuuu:
[Tom3a oT MyKOTUTHIIUTE (€pAOCTEHH, KapOOIucTenH, N-alleTHIIUCTEHH) OUXa UM MAIUeHTH C
OOWIHM, TPYOHO ofensauy ce Xpauku. lIpermopbuBa ce na ObaaT J00aBAHU MEPUOJUYHO KbM
TepanusTa, a He KaTo IOCTOSIHEH JIEKAPCTBEH MPOIYKT.

e lmyHOMOIynaTOpu/ UMyHOCTUMYJIATOPH
N3nonBaneTto Ha HMMYyHOMOAYNATOpW/ HMyHOCcTHUMYJaTopu mnpu nanueHtd ¢ XOBbb Bomu 1o
MOHIKaBaHE Ha YECTOTaTa M TEKECTTa Ha ek3arepoauuute. Heobxonumu ca
JOMBIHUTEITHHU MPOYYBAHUS 32 ABITOCPOUYHUTE €(EKTH OT Ta3U TEpaIlusl.

e [IpoTMBOKANINYHH:
Kamumnara, xosTo moHsikora € nmputecHuTeneH cumntoMm npu XOBb, uma 3HauuTeNneH 3auuTeH
epext. He ce mpemoppuBa ymoTpebara Ha NPOTUBOKANLUIMYHHU JICKAPCTBEHH MPOAYKTH IIPH
crabunna XOBbb.

e Bazoawnararopu:
[loBUIIEHOTO HHTpamyJIMOHANIHO HansraHe npu nauueHTH ¢ XOBb, ce cBbp3a ¢ mo- joma
nporHoza. Xwumokcemusra Ha mnanueHTd ¢ XOBb ce AbmKkM Ha HapyIIEHOTO CHOTHOIICHHE
BeHTHIANMs-iepdy3us. [Ipunaranero Ha NO kaTo BazoauiaraTop, ou
3aIBIOOYNIIO XMIIOKCEMHUATA, 3alIOTO JOMBIHUTETHO HapyllaBa CHOTHONICHHETO BEHTHIIAIUS-
nepdy3us.

e Omnuaru:
[Toka3Hu ca 3a Te4eHre Ha TeXKKa AUCIHES, MPUIOKEHU OPAIHO WU napeHTepanHo. CTou OTBOpEH
BBIIPOCHT JIaji OMXa OMJIM ChHIO TOJIKOBA €(DEKTUBHMU, NIPU IIPUIIaraHe Ype3 HeOynu3aIus.

OTtka3BaHe OT TIOTIOHOMYIIIEHETO

OTka3BaHe OT TIOTIOHOIYIIEHETO C€ SBABAa €Ha OT IbpPBUTE CTHIKHU mpu JedeHnero Ha XOBbb.
3aBUCHUMOCTTa KBbM TIOTIOH W TIOTIOHEBU W3JCIUS € XPOHWYHO CHCTOSHHUE, KOETO W3HCKBA
HEMpeKbCHATa TEPAIUs JOKATO Ce MOCTUTHE MPOABKUTETHA WK TpaiHa

abctuHeHtus. JlekapcTBEeHH TPOAYKTH OT IIbPBA JIMHHUS TP OTKa3BaHE OT TIOTIOHOITYIIICHE ca:
varenicline, bupropion SR, HUKOTMHOBM IBBKH, HHUKOTHHOBU WHXAJlEpH, Ha3allHU CIIpeioBe H
JICTICHKH.

[Ipy nunca Ha KOHTpaWHIMKAIMK TPU TAlMeHTa ce MPEANHCBa MOHE €IUH OT JIEKapCTBEHUTE
npoaykTr. KbM mporpamaTa 3a OTKa3BaHe OT TIOTIOHOITYIIEHETO MOXE Ja Ce JI0OaBH TOCCIICHHE
Ipy TCHXOTEpaneBT WM COIMAIHU TPYNH, 32 B3aUMOMNOJKpENa TMpU OTKa3BaHe OT
TIOTIOHOITyIIeHeTo. [IporpamMure 3a OTKa3BaHE OT TIOTIOHOMYIIICHETO OMXa OWIM OT T0Ji3a M 3a
HaMaJsIBAaHE HA YECTOTaTa M Ha HIKOM M3BBHHOETOApOOHM 00JIeCTH, PU KOUTO TIOTIOHOIYIIIEHETO
CBIIO € JJOKa3aHO KaTo PUCKOB (DaKTOP.

Besiogpodna pexaduauranus

benonpobHaTa pexabunuranus € KOMIUIEKCEH MHTEPBEHIIMOHAIEH oaxo ] pu Jieueneto Ha XOBbB,
KOSITO BKJIIOYBA, HO HE C€ OrpaHHYaBa /10 PU3NYECKO TPEHHpaHe, arlapaTHU METOJAU, oOydyeHue Ha
MAIMEeHTUTE U TOBeeHYecKa MpoMsHa. JlokazaHo e, 4e GenoapoOHaTa pexabumuTanus moaoopsBa
(YHKIIMOHATTHUS KanauTeT ¥ HaMasiBa

JUCITHEsITa, OCBEH TOBA CHIKaBa OpOsi HA XOCTHTAIN3AIUUTE, OOTHIUYHUS MPECTON M CKIIOHHOCTTA
KbM JIeTipecusi Tpu NalUeHTUTe, NOoJ00psiBa KAayecTBOTO Ha JKMBOT U TOBUIIABa Ha
npexkuBsiemocTTa (1,2). CnegoBarenHo 6enoapoOHaTa pexaOuauTanus € €UH OT Hak-

edexkTuBHUTE He(hapMaKkoJOTUUHU TToaxoAu npu jedeHue Ha XObb

XOBb e mporpecuBHa 00JECT, KOSATO TOCTEIIEHHO BJIONIABA 3JPAaBOCIOBHOTO CHCTOSHUE, KAaTO
CUMIITOMATHUKATAa U 4E€CTOTATa Ha eK3auepGauHHTe CC yBCJIMYaBa, KOCTO BOJAU U O IMOBUIICH PUCK

24



oT netaynieH m3xon. [lanmartuBHHMTE Tprku (B A0Ma, B OOJNHUIIA WIJIM XOCIHC) Ca BaXKHA YacT OT
ISUTOCTHHA 1To1Xo1 KbM nanuenture ¢ XOBb, Ho Te ca mo-TpyaHO AOCTBHIHU (CpaBHEHH C JIOCTHIIA
710 TATMATUBHUTE TPHKH 33 TAIIMEHTHUTE ¢ 0eI00pOCH KapIIHOM).

Kuciaoponorepanus
[IpoabixuTenHus npueM Ha KuciopoA (> 15 yaca qHEBHO), P NAIMEHTH C XPOHUYHA JUXaTellHa
HegoctaryHocT (XH) Boau 10 moBuIilieHa MPEKUBSIEMOCT.
Kucnoponorepanusira e nokasana 3a naiueHTH, KOUTO ca C:
* Pa02 < 7.3 kPa (55 mmHg) wim Sa02 < 88%, ¢/ 6e3 xunepkamHusi, TOTBHP/ICHA BYKPATHO
Ipe3 UHTEepBajl OT 3 CEAMMUIIH.
» PaO2 mexny 7.3 kPa (55 mmHg) u 8.0 kPa (60 mmHg), wiu npu Sa02 88%, ako uma JaHHU 32
6enoipoOHa XUIIEPTOHUS, OTOLH MO0 KPAWHUIIUTE MPHU 3aCTOMHA ChpEUHA
HEJOCTAThYHOCT WJIM MOJUIUTEMUS (XeMaToKput > 55%).

[IperoppuBaneTo Ha KuciaopopoTepanust ce ©Oasupa Ha PaO2 wim HHCKH CTOWHOCTH Ha
caTypanusiTa, KOUTO ca ABYKPATHO M3CJIEJBaHM INpe3 MHTepBal OoT 3 ceamuuy. llpu nauueHTn He
OTroBapsILIN HAa IOCOYEHUTE KPUTEPUH, HE CE€ IPETIOPHUYBA KUCIOPOJOTEpANHs B oM.

BHumarenHo TpsOBa fa ce MpeleHsaT U ChI'bTCTBAIINUTE 3a00JIIBaHU U ChCTOSHUS, KOUTO BOJAT JI0
HapyIIeHa JOCTaBKa Ha KUCJIOpOo/a B KIETKUTE (aHEMHUS, ChPACYHO-CBI0BO 33a00JIBaHE).

HennBazuBHa BeHTHIa1IUSA

HeunBasunara Bentwiaanus (Non-invasive ventilation- NIV) ce usmonsBa Bce MO- 4YeCTO MPHU
nagueHTH cbc crabunHa MHoro Ttexka XObb. KomOunamusta NIV u  npoabmxurenHa
KHUCJIOPOAOTEpanus ca yAaqyHH caMo MPH 4acT OT MallMeHTHTEe, 0COOEHO Te3U, KOUTO UMAaT U3pa3eHa
XHUIEPKAINHUA, KaTo Moa00psBa MPEeKUBSIEMOCTTa, HO HE OKa3Ba

BJIMSIHME Ha KauecTBOTO Ha UBOT. [Ipu manmenture ¢ XObb n o6ctpykTuBHa chHHa anHes (OCA)
ce Mojo0psiBa MPEXUBAEMOCTTa, paboTaTa Ha JMXaTellHaTa MYCKyJaTypa, HaMajsiBa Ce€ pUcCKa OT
XOCHHUTAIU3ALMU U HEOOXOAMMOCTTA OT 00eM-peIyLUpaId XUPYPTUUHU TPOLIETyPH.

O6em-peayuupamu xupyprudnu npouexypu (Lung volume reducing surgery LVRS)
[Toxxoasiiy 3a Ta3u Mpoleaypa ca MaueHTH, KOUTO UMaT u3paseH eMpuszeM, IpeJMMHO B TOPHUTE
71000BE M HUCHK JIBUTATEJICH KalaluTeT, BbIIPEKU OesoapoOHaTa

pexabunuranus. [Ipu tax LVRS nonobpsisa npexxussemoctra. 'onemu Oynu B 6enust 1pod mMorat
71a c€ OTCTPAHST MO XUPYPTUYCH TIBT.

Besiogpo0dHa TpaHCcIUIAaHTALMS

He e mmupoko pasnpocTtpaneHa, mopajau Majikus Opoi JOHOPU U BUCOKHUTE Pa3xoIu.

Haii-gectuTe yClI0XKHEHHUS ca OCTPO OTXBBHPIITHE HA TPAHCIUIAHTAHTA, OOJHTEpPUpAI] OPOHXHOIIHUT,
OTIOPTIOHUCTUYHU MH(eKIuu. Kputepun 3a marueHTu moaxo sy 3a 6eno1pooHa TpaHCIUTaHTaIUs
ca: BODE ungekc 7-10, u 1ToHE €4UH OT CJIEIHUTE -

ex3amepbanust ¢ octpa xumnepkanHus PaCO2> 6.7 kPa (50 mmHg), GenoapobHa XumepToHwHs,
FEV1<20% c DLCO< 20% nnu empuzem, 3acsrai 1enus 6em10apo0oeH mapeHXuM.

IoBenenue npu crabuana XObb

B Ttabnuyen Bua ca mpeCTBEHN HAYATHUTE CPECTBA Ha U300p 3a JIeUeHHe, CIIOpe T TEKECTTa Ha
OoJiecrra:
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Ta6n.1 3anouBane Ha papmakonoruyHo nedenne. B2 AK/I- 32- aroHucT ¢ kpaTko aAencTBHE;

3ano4yBaHe Ha (bapmaxonorwmo ne4yeHue

=2 ymepeHu exksauepbauum Mpyna C pyna D
unu AXALO vnu
21 posena ao *
XOCMUTanu3auva AXAA B2AAL + AXAL nu
B2A00 + UKC
0 unm 1 ymepena Ipyna A pyna B
eksauepbaums
(6e3 na e nosena 4o Bpoxxoaunarartop B2AAL wnu AXA
XOcnuTanu3auus)

mMRC 0-1 CAT< 10 mMRC 2 2 CAT 2 10

* INpw napasenn cumntomu, Hanp.CAT>20
** MNpwu eoanHodunm B kpbBTa 2300 Kn./pL

B2AJIJ1- B2- aronuct ¢ meiro neiicteue; AXK]I- aHTUXOIMHEPTHK ¢ KpaTko jaericteue; AX1J1-
aHTUXOJIMHEPruK ¢ nbiaro aeicreue; MKC- unxanaropen koprukocrepons; mMRC: modified
Medical Research Council dyspnea questionnaire; CAT™: COPD Assessment

Test™



NMocnegBallo cpapmaxonoquHo ne4vyeHwue

1.MpoabnxkeTe NbpBOHAYaNHOTO NeyeHne, ako UMa afleKBaTeH OTrOBOp
2.AKo HAMa:
JTpeLeHeTe Koe npeobnagasa - 3aayxa Unu eksauepbauunTe. AKo ca Hanuue u AseTe,

HacoueTe ce KbM ek3auepbauuute
v/TocTaBeTe NauMeHTa Ha MACTOTO B Tabnuuara, CLOTBETCTBALLO Ha HAacTOSALLETO My
neyeHue 1 NpoBepeTe MHOMKaLNUTE

SAOYX EK3ALEPBALIUA
B2A00 vnu AXAO B2A40 wnu AXOO
T *
I ! |
W b s
(_* L3 (**—
B2A00 + AXOO Per B2A00 + MKC B2AAA0 + AXOA Pz B2AAA + UKC
| Axo Ako
Eo3<100 Eo32100
W W
v TpeueHete {~| 52AA0 + AXOA + VKT || M s2anm+axan+uke  |€
HeoBxoauMmocTTa oT
CMfAHa Ha WHxanaTopa
WUnM Ha Monekynara | |
vlMotbpcete n ™~ it

npu BUBLLK Mywa4n

nekyBanTe gpyru Podnymunact
NpUYUHK 3a 3a8yX QEO1<50% n
P Y XPOHUYEH BPOHXUT A3UTPOMULUH

Eo3 = 6poit eocamHodmnm B KpbBTa (KNneTku/plL
*VlaﬁepeTe npu E032300 unn Eo32100 M 22 ymepeHu ekzauyepbaunu/eaHa xocnutannsayus

**MaﬁepeTe nanusaHe Ha MKC vnu cmsaHa ako uma NnHeBMOHWSA, HeMoaxoasly HadaneH nsbop wnu
nuncea otroeop Kem MKC

Ta6n.2 TlocnenBamo gapmakonornyno jgedenume B2AJ[J[- B2- aronuct ¢ awiaro neicTaue;
AXKJI- anTuxonnHepruk ¢ kpatko aercreue; AXJI/I- antuxonnuepruk ¢ aparo aevicreue; MKC-
MHXaJIATOPEH KOPTUKOCTEPOUI;

5. Jleuenne Ha XOBb ex3anepoauus
[TaneHTHT TpAOBa J1a Ce OLIEHU JaIM € MOAXOIAI 32 aMOyIaTOPHU WM OOJIHUYHO JICUEHHE.
Kputepun 3a OOMHMYHO J€UYEeHHE: 3HAYUTENHO 3acCHUJIBAaHE HA OIUIAKBaHMATA, OCOOEHO Ha
nucnHesTa; Texka ¢popma Ha XOBDB; mosBa Ha HOB cHUMNTOM/OIUIaKBaHE (IIMaHO3a, MEpHUQEpHH
OTOIIM); Heycmex OT amOyJIaTOpPHOTO JIeUYEHHE; TEeXKKU MpHUIpYXKaBallk 3a00JsBaHUS; YECTH
eK3alepOalny; Bb3pacTeH MalueHT.
Kputepun 3a nedenue B VIHTEH3UBEH CEKTOp/OTIENECHME: TEXKKa TUCIHEs, HEMOBIUSBaIla C€ OT
I'bPBOHAYAIIHO HAa3HAYEeHATa Tepanus; MpoOMsHa B MEHTAHUS cTaTyc (0ObpKBaHe, JeTaprus, Koma);
nepcuctupamia win 3aabibodaBama ce xumnokcemus (PaO2 < kPa, 40 mmHg) w/umm
TeXKa/BIOMIaBalla ce pecnuparopHa amugo3a (pH < 7.25) BBIpeKd KHUCIOPOIOTEpaNusira U
HEMHBAa3MBHATa BEHTAJAllMsA; HEOOXOAUMOCT OT MHBa3WBHA MEXaHWYHA  BEHTWJIAIIMS,
XeMOIMHAMHYHA HeCTaOMIIHOCT.
[ToBeneHue mpu TexKa, HO He3acTpallaBallla KUBOTa eK3alepoarus:

e OrleHKa Ha TeXECTTa Ha CUMIITOMUTE, KPbBHHUTE Ta30BE U PEHTIeHOrpadckust oopas.

e [logaBaHe Ha KUCIOPOJ ¥ HEKOJKOKPATHO IIPOCIIEIIBAHE HA KPbBHUTE Ia30BeE.
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e bpouxomwiaranus: yBeluWyaBaHe Jo3aTra M yectorara Ha mnpuem Ha B2AK/;
komOuHupane Ha bB2AK]J] ¢ AXK/I. M3non3BaHe Ha CIEHCHPH.

e [Ipunarane Ha KOPpTUKOCTEPOU] (OPATHO MIIH IIEPEHTEPAIIHO).

e JledyeHnue c aHTUOMOTHULIN, IPU HATMYUE HA HACIOXKEHA OaKTepraiHa HHPEKIHUS.

e [Ipunarane Ha HEeMHBa3MBHA MEXaHNYHA BEHTHJIALIUS.

e Jla ce cienaT mpes LsUIOTO BpeMe: IPUEM Ha XpaHa U TEUHOCTH; IIPUJIaraHe Ha XelapuH
WM HHUCKOMOJIEKYJIEH XeNapHH; JIEKyBaHEe Ha MpHUApYKaBalla MaTOJIOTHs- ChbpJCUHA
HEJO0CTaThbUHOCT, APUTMUS; HAOJII0/IEHNE Ha MallMeHTa.

IV. IPABUJIA 3A T1OBPA KIIMHUYHA INTPAKTUKA
TP XPOHUYHU 'HOMHU BOJIECTH HA BEJIUA JPOB (CSLD) M
BPOHXHUEKTA3UU XPOHUYHU BOJIECTHU HA BEJIUA 1POBb
(empyema, lung abscess, bronchiectasis, and to a less often necrotizing pneumonia)

Muo3una mnanueHTd ¢ CSLD  ocraBaT HeEIMarHOCTULUPAHW U HEJIEKYyBaHW, pPHUCKyBar
IIPEXIEBPEMEHHO U YCKOPEHO yBpexkJaHe Ha 6enust 1po6. Ta3u MeTouKa npeacTaBs NpenopbKy 3a
nuarHocThka u tepanuss Ha CSLD / Oponxuekrasum (HecBbp3aHu ¢ MykoBuciunosa, CF) mpu
BB3pacTHU B bbiarapusi.

basupa ce Ha onuTa OT MO-paHO M3IMOJI3BAaHU HACOKU M JEPUHHUIMM B CBETOBHATa JIUTEpAaTypa U
ocurypsiBa oOIll Mperjen, HacOYeH KbM OCHOBHA W BTOPHUYHA TPHKAa U HE € IpeJHa3HaueH 3a
UHAUBUAYAIU3UPAHU CHEMUAIN3UpaHu Tprku. KakTo mpu BCHYKM HACOKH, PHKOBOJICTBOTO HE
3aMeCTBa pa3yMHaTa KJIMHHUYHA MpPELEeHKa, 0COOEHO KOraTo ce pasriexkJaT TakuBa (PEHOTUITNYHO-
XETEpOTreHHU ChCTOSTHUE KaTO OPOHXHUEKTAa3HUTE.

IIpenopbkuTe Cc€ OCHOBaBAaT HA HAJIMYHUTE JOKa3aTescTBa. V3Moi3BaHM ca NPUHIUINTE HA
OCHOBaHa Ha JI0Ka3aTeJICTBA MEJIMLIMHA U PEBU3MPAHUAT MOJIXO0J KbM pa3pabOTBAHETO HAa HACOKU
(GRADE) 3a kareropusupaHe Ha NpenopbKUTE B: CUIHA, cilaba min 6e3 KOHKpPEeTHA MpenopbKa.

1. HEJIN
1. IloBumaBane Ha ocBeoMeHocTTa 3a CSLD / GpoHXueKTa3uu npu Jera U Bb3pacTHH;
2. IlooupsiBane Ha MMo-paHHA U 10100peHa AMarHocTUKa U KOHTpoi Ha CSLD / 6poHxuexTa3uu;
3. IIpencraBere akTyanu3upaHa HaCOKa, CBbP3aHa ChC CTpaHaTa HH;
4. HamansBaHe Ha CUMIITOMUTE IIPH THOMHHUTE OOJIECTH U NMPEAOTBPATABaHE Ha eK3alepOalnuTe;

2. KOHTEKCT (ITPEAUCTOPHUSI) HA CSLD

MMma ockbIHM JaHHM 3a yecToTaTa u pasnpocrpaHenrero Ha CSLD. Hackopo myOiauKyBaHU JaHHU
3a TOAMIIHA XOCIUTAIU3alMsl Ha OpOHXUTEKTa3u B bbiarapus karo OCHOBHA JMarHo3a IMOKa3Batr
nosuiienre Mexay 2000 u 2018 (cvorBetHo 14 no 21 wa 100 000 nacenenue). HapacrBamiata
TEH/ICHIIUSI € CBETOBEH (PEHOMEH, KaTO HSIKOM Ibp)KaBU ChOOIIABAT 32 CMBPTHU CIyyau JOPH B
JIETCKa BB3pacT U HapacTBaLIOTO NOCKbIIBAaHE HA NKOHOMUYECKHUTE pa3xonau. [locneqnure nanuu 3a
Bb3pacTHa XOCHHUTAM3UpaHa KOXOpTa OT cTpaHaTa cboOmasar, ye 34.2% oT KoxopraTa ca
nounHanu (mpe3 cneasamure 5-10 roguHn) Ha cpeaHa Bb3pactT 42.5 TouHU.

bponxuekrtasure moraT na ObJaT HENMPaBWIHO JUArHOCTUIMPAHU 3a€AHO C JPYTHM XPOHUYHU
pecriupatopHu 3aboisBaHusA. [Ipy HacTOSIIUTE NPOTHO3M C€ YBeIWYaBa CMBPTHOCTTA IMIPH
XpoHHYHa 00CTpyKTHBHA OemoapooHa 6onect (XObBB) u 6ponxuekrasun (KoeUIIMEHT HA PUCK =
2.54). Ot 29 no 50% ot xopara ¢ XObb u 1o 40% OT HOBOIOCTBIUJIUTE MALUEHTH C TPYIHO
KOHTPOJMpyeMa acTMa M XPOHWYHA KalUIMlIa HMMaT OpoHXuekTazu. BeposTHO € MHOro or
XPOHUYHUTE PECIIUPATOPHU CUMITOMH, Abjkamy ce Ha CSLD, na ocraHar HeIMarHOCTHIMPAHU.
Cpiio Taka, YCIOKHEHHMSTa M CBhI'BTCTBAILIMUTE 3a00JsIBaHUA, CBBP3aHU C OpPOHXMEKTa3uTe, ce
MPOCTUPAT OTBB]] TUXATEeIHATa CUCTEMA M BKIIIOYBAT KapAHO-H MCUXOJIOTUYHU €(PEKTH.
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3. OONPEJAEJIEHUS U TEXHUTE OI'PAHUYEHUSA

HNedpunnmunre Ha CSLD/OpoHxuekTa3uu - emnuema, 0enoapoOHus adciec U OpOHXHUEKTAa3HHUTE ca
MPU3HATH KIMHUYHU €AMHUIM, CBP3aHU C THOMHU ceKpeTd. CUMITOMUTE U / I TPU3HAIUTE TTPH
OpOHXMEKTA3MHUTE BKIIOYBAT pPelHIMBHpaIia (> 3 enu3oja) BIaKHA WU MPOIyKTHBHA KAIlUIMIIA,
BCSKA C MPOABIDKUTEIHOCT > 4 CeAMHUIM, ChC WM 0€3 APYrd XapaKTEPUCTHKH, BKIIOYHTEITHO
TUCITHESI IPU HATOBapBaHE, CHMITOMH Ha CBPBXYYBCTBUTEIIHOCT HA TUXATCITHUTE

BTUIIA, PEIUAUBUPAINNA UHPEKIMH HA JOJHUTE IUXATEIHU MBTUIIA (BKIFOYUTEIHO THEBMOHUS),
OapabanHu mnpbCTH, xunepuHdramus u Aedopmanus Ha TrpbaHaTa creHa. JlmarHoszata
OpOHXHMEKTa3HH Ce ONpeesies] KaTo XPOHUYHO PECIIMPAaTOPHO 3a00JsIBaHE, XapaKTePU3UPAIIO Ce C
KIIMHUYCH CUHIPOM Ha KAllLIUIA, XpPAayKu U OpOHXHATHA WHPEKIUS, PEHTICHOJIOTHYHO aHOpMaTHA
Y TIOCTOSIHHA/HEoOpaThMa quiiataius Ha Oponxute. OCHOBaBa ce JI0 rojisiMa CTEIICH Ha JIaHHUTE OT
cKaHupaHe Ha Oenmsi 1poO mpu BUcCOKoedekTnBHA KommioThpHA ToMorpadusi (HRCT). Llenra e
noo0psiBaHE Ha KAauyeCTBOTO Ha JKUBOT W CIIMPAaHE HAa Pa3BUTHETO Ha 3a00JIIBaHETO, KaTO Ce
penynrpa Kanumia, Mporu3BOICTBO HA XPayKH, 3a/lyX, yMOpaTa, XeMOIITH3aTa, IphJAHaTa 0OJIKa.

Ilpenopvka-1
e la. bpoHXHeKTa3uuTe ca KIMHUYEH CHHAPOM ChC CUMNTOMM M / mnu npusHauu ot Kape-1 u
HAIMYME HAa XapaKTepHH PEHTreHOrpad)CKu XapaKTePHCTUKH OT KOMIIOTHPHA TOMorpadus c
BHCOKa pe30Jroius Ha rpbaaus ko (c-HRCT).
¢ 16. CSLD e xIMHHAYEH CHHIPOM ChC CUMITOMH U / WM TpU3HaIM, oueptanu B Kape-1, HO KouTo
HsAMAT oOpa3HaTa AMarHo3a Ha OPOHXHUEKTa3HH.
Kape-1
[ToBTrapsiuu ce (> 3) enu3oa ¢ BIakHa MM MPOJYKTUBHA KallUTULIA, BCSIKA C IPOIBIKUTEITHOCT
> 4 cenMuIy, ¢ WM 0e3 APyru XapaKTePUCTUKH, HAIIP. AUCITHES C HAaTOBapBaHe.
* CUMIITOMH Ha XMII€p YyBCTBUTEIHOCT HA AUXATEIHUTE MBTHUILA,
e TIOBTApSIIM ce MHpEKINU Ha Oenust 1poo,
 OapabaHHU NPBCTH,
* CBPBX pa3jyBaHe Ha Oenus Apod uian nedopmaiivs Ha Irpb/iHATaA CTEHA.

CTEIEH-cniaHa

4. U3CJIEIBAHUSA HA TAIIUMEHT C CSLD / BPOHXUEKTA3ZUU

Panuosiorus
> l3BbpuiBaHe Ha 06a30Ba peHTreHorpadust Ha TPBAHUS KOII MPU MAIMEeHTH ¢he chMHeHue 3a CSLD
/ OpPOHXHEKTa3HUH.
> VI3BBpIIBaHE HA KOMIIOThpPHA ToMorpadus ¢ ThbHBK ydacThk ckanupane (CT), 3a 1a ce moTBbpAH
JMarHo3ata OPOHXUEKTA3HUH, KOTaTo e Mpe/Ioiara KIIMHIIHO.
> V3BbpuiBaHe Ha 6a30BO U3CJEABAHE MO BpeMe Ha KJIMHUYHO JISYeHHE U CTaOUITHO 3a00IIIBaHe, Thil
KaTo TOBAa € ONTUMAJTHO 3a JMarHOCTHKA M CEPHITHO CpaBHEHUE.

3naren cranpapt ocraBa nuarHoctudyeH c-HRCT. Benpeku toBa, c-HRCT, pexoncTpympan ot
mynTu- nerektropHo (MDCT) ckanupane, € 3HaYUTEIHO MO-YYBCTBUTENIECH OT KOHBEHIIMOHAIHUS C-
HRCT.

Ilpenopwvka-2

e 2a. [lanmeHTH CHC CUMOTOMHU W / WM TPU3HAIM, MpEAroiaramy OpOHXUEKTa3uu, U3UCKBAT C-
HRCT 3a moTBbpkaaBaHe Ha IMArHO3aTa U 3a OIEHKA Ha TEXKECTTa U CTENEHTa Ha OPOHXUEKTA3HH.

* 2b. MDCT ckanupane ¢ HRCT pexoHCTpyKIus € mpenoynTaHaTa TeXHUKA 332 TUarHOCTUIPaHe
Ha OPOHXUEKTA3UH.
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CTEIEH -cunna; J/loka3arejicTBO - YMepeHO

ETnosorus
Omnrcanu ca peauia MPUYUHHU U CBBp3aHu (pakTopu 3a CSLD / 6poHXOEKTa3uH:
¢ Bponenu npuuunm (Hamp. Monier-Kuhn, cuaapom Ha Young);
e XOBb / mymene;
e MykonunuapHa aucQyHKus (Hamp. IbpBUYHA IUITUAPHA JUCKUHE3U);
o MykoBuCIIN033;
e VImyHeH nedunuT (IbpBUYCH WM BTOPUYCH, HAIP. XUIIOTaMario0yIMHEeMHUS,
TpaHCIIaHTAIMs Ha OsT Ipo0 M KOCTEH MO3BK, 3JI0KauecTBeHo 3abomsBane, HIV / CIIMH);
e [lynmonapHa ¢pubpo3a 1 MHEBMOKOHHO3a (HAIP. CHIIMKO3a) - IPUYHHSABA TPAKIIUMOHHU
OpOHXUEKTa3HH;
[TocT 0OcTpyKTHBEH (HATIpUMED UYKIIO TSII0);
[Toct-undexnro3nu (Hamp. TyOepKysI03a, aJleHOBUPYC, PELIUIUBHpAILla THEBMOHHS);
[lepuoanuna acrivpanys Ha MaTbK 00eM (OT CEKpelrs Ha TOPHUTE JUXATEIHU ITBTUIIA I
CTOMAIITHO ChABPKAHUE);
CuctemMHH BB3MANUTEIHH 3a00saBaHus (Hanp. PeBmaTonien apTpur, capkon03a).

WnentudunmpaneTo Ha MPUIMHATA U TEKECTTA Ha 3a00JIIBAHETO MOJXKE JIa TIOBJIMSIC HA KOHTPOJIA U
WHTEH3WBHOCTTA Ha jiedyeHueTo. [IpenopbuBar ce uscnensanus 3a crenubuynn npuunnu 3a CSLD /
6pOHXI/IeKTa3I/II/I, BBIIPCKU qe MHOT'O HNaIuCcHTHN HAMAT I/IIICHTI/I(bI/IIII/IpaHa C€THUOJIOT U,
Bbponxockonusta 0OMKHOBEHO € MOKa3aHa MpU TPYJHO OTXpayBaHE U JOKATU3UPaHO 3a00IsiBaHe.
Karo ce mmar mpenBua mociequiuTe OT OpOHXHEKTa3uTe 3a KoHTpojia Ha xopa ¢ XOBB, e
BKJIFOYEHA HOBA MPETOPbHKA.

Ilpenopvka-3

Ha ce nomucnu 3a c-HRCT npu BB3pactHu ¢ XObb u >3 ex3anepbanuu roauiiHO, MHOTO TEXKKO
3abonsaBane (FEV1, <30% oT mpenBUAESHUTO WM M3UCKBAIIM JOMAaITHA KUCIOPOIOTEpAIusl) WK
YUSATO Xpadka ChAbpKA OpPraHu3MH, KOuTOo ca HetunuuHu 3a XOBBb wunum HeTyOepkyno3Hu
mukobaktepun (NTM).

CTEIIEH - nucka; Jloka3aTeJICTBO-HMCKO

Texect

B pombnHeHuWe KbM PYTHHHUTE KIWHUYHHM JaHHMU (KalUIUIA, XpadKd, CTENEH Ha 00OCTpsHe,
OJlaromoyiydrde W Jp.) U paJualiOHHA OIleHKa, OOCKTHUBHU TECTOBE MPEIOCTaBAT HMHGPOpMAIHS 3a
TeXeCTTa Ha 3a00JIIBaHETO U MPOTHO3aTa.

Benoapoona ¢pyukuus: Bernpeku ye cnupomeTpusiTa € KIacCH4eckl OOCTpYKTUBHA, c€ IPU3HAaBa U
pecTpUKTHBEH Mojien. M3MepBaHusaTa Ha COUPOMETpUTa U oOema Ha Oenute qpodoBe TpsOBa 1a ce
OLIEHSBAT MPU THArHO3a M CIMPOMETPHS, U3BBPIICHA IPU BCEKH TPEryie], BRIPEKH Y€ T MOraT Ja
ObIaT OTHOCHTEIHO HEYYBCTBUTEJIHU NpU JeKH 3abossBaHus. Moxe Ja HACTBIIM YCKOPEHO
BJIOIIaBaHE Ha OenoapoOHaTa QyHKIUSA. AKO cepUHUTE M3MepBaHUs Ha OenoApoOHaTa (yHKIIUS
MoKa3BaT Mporpecus Ha 3a00JsIBAHETO, Ce MPENopbUBa MPEolieHKa Ha TepanusiTa. [Ipu Bb3pacTHH C
YMEpEHO TeKKa OpPOHXUEKTa3Msl PUCKBT OT CMBPTHOCT € CBBp3aH ChC CTENEHTa Ha YBPEXKIAaHE Ha
oemonpoOHaTa ¢yHKIUA. Jlpyru OICHKH, BKIIOYUTEIHO CIOXHA OernoapoOHa ¢yHKuus u 6-
MUHYTHH TECTOBE 3a XOJICHE, TOHSKOTa Ce€ W3IO0J3BaT 3a OmpeaeisHe Ha (DYHKIMOHAIHO
YBpEXKIaHe.

Mukpoouoaorusi: MuUKpPOOHOJIOTMYHOTO H3CJACABAaHE Ha JUXATEIHUTE IBTHINA IoMara 3a
anTuOnoTnuHata Tteparnus npu CSLD / OpoHXMEKTa3uH, OCOOCHO aKo MMa BJIOLIABAHE WIIU
HEeaJIeKBaTeH OTroBOp Ha TeKymoTo JjeudeHue. [Ipu BB3pacTHHTe mnpeobiagaBar Pseudomonas
aeruginosa (Pa) u merunusupanu Haemophilus influenzae (NTHi). Okomno 25-45% ot npobute ot
IUXaTeJHUTE MBTUIIA HE MOKa3BaT pa3BUTHE HA MATOT€HHU OakTepuu. Thil KaTo 3a00JsBaHETO

30



nporpecupa, MUKpoOHoO3aTa ce MpoOMeHs, 4ecTo ¢ mosiBa Ha Pa mpu mo-HanpenHano 3abonsBane u
MPOTHO3MpaHe Ha To-jioma mnporro3a. Bumosere Aspergillus m nontuberculous mycobacteria
(NTM) ce oTKpuBaT NpHU HAKOW BB3PACTHU C OPOHXHMEKTA3HH, BBIPEKU Y€ TAXHATA MATOr€HHA POJIs
e HecurypHa. Bornpeku ToBa, HTM e 3amecen B ek3aliepOanuu U BiomaBaHe Ha Oenute IpoOoBe.
HoBu ca quarHOCTHYHUTE W KJIACU(HUKAIMOHHM HACOKU 32 aCHEKTHTE, CBhP3aHHM C acCHEepruiio3a.
MornekynsipHUTE U CEKBEHUpAIlU Oa3upaHd M3CIENBaHUs ca IMoKaszanu uzodmnnero (1o 83%) Ha
aHaepoOHU OAKTEpUU U CIIOKHOCTTA Ha OentogpoOHaTa MUKPOOHOMA, HO KIIMHUYHUTE TTOCIIEICTBUS
OCTaBaT HECUTYpHU. B ChIIOTO Bpeme mpu BB3PAaCTHH YOBEMIKHUAT T-kieTbueH JuM@orpoduyueH
Bupyc (HTLV) -1 ce cBBbp3Ba ¢ MOBHUIIEH PUCK OT pa3BUTHE HA OPOHXMEKTA3WU U C IMO-JIOLI
pe3yirar.

JApvyru TecroBe: benoapoOHa apTrepuanHa XUIEPTOHUS YCIOXKHSABA TEKKUTE OpoHXUekTa3uu. [Ipu
HarpeaHaio 3a00JisiBaHe, XPOHUYHATA WJIM HOIIHA XUIIOKCEMHS ca YeCTO CpEIIaHu W Mpu U30paHu
MAlMEHTH Ce U3MCKBAa KPbBHO-TA30B aHAIM3 OT apTepHalHa KPbB, €XOKapJAUOorpaMa U KUCIOPOIHA
OLICHKA.

Ilpenopvka-4

[IpoyuBaHeTo Ha MO-HATATBIIHA UCTOPUSA 32 KOHKPETHH OCHOBHHU IMPHUUYMHU MOXE J1a OMpPEeiH

MOCJICABAIIO KIMHUYHO-TUATHOCTUYHO ThPCCHE U KOHTPOJL. McTopusita TpsiOBa /1a BKITIOYBA!

e AHamHe3a, Mpenmnosarama KucTo3Ha ¢(ubpo3a (pamunHa aHamMHe3a, MAHKPEATUT, XPOHUYHU
CTOMAIIIHO-YPEBHU CUMIITOMH, MBXKKO O€3II0HE);

¢ OcHOBeH WMyHeH JehUIUT WIM [UIWapHAa JTUCKUHE3Ws (TOBTapsIid C€ CHUHY3UTH,
EKCTPAITYJIMOHATHA WH()EKIINH, BKIIOYUTEITHO U3IHCBAHE HA YIIUTE M TEXKBK JCPMATHT U MBIKKO
oe3rioaue);

e [loBTapsmia ce acnupanus (Kanuiuna u / WK 3a7aBsHE C XpaHa / XpaHa, clies] OapuaTpudHa
XUPYpPrusi, MOXXe 1a ObJie OKYJITHA);

e BaumBane Ha 4yXJ10 TSJ10;

CTEIIEH-cuana; Jloka3aTeICTBO-YMepeHO

Ilpenopvka-5

CripaBka WM U3BbPLIBAaHE HA OCHOBHU M3CIIEABAHMUS:

Munumannume paszcneoganus ca:

e [Iby1HA KpbBHA KapTHHA M OCHOBHHM UMYHOIIOOY/IMHOBH Kiacose G, A, M, E;

* TecT 3a n3noTsABaHe Npu U30paHHU Bb3PaCTHHU;

o KyntuBupaHe Ha CeKpeluy Ha JUXATEIHUTE MbTUIIA, BKIOYUTEIHO CHEeIUaTU3UpaHy KyJITypH 3a
MukoOakTepuu, ocooeno NTM npu nmanueHT, OTASNSIIHI XPauKy;

e Criupometpust u 06eM Ha Oenute 1poOoBe;

 Cepoumnorus 3a Aspergillus;

Honvanumennu uzcneosanusi:

e I3numan (pakiMOHEH Ha3aleH a30Te€H OKCHUJ], YETKOBA OMOIICHs 3a M3CIIeABAHE Ha MOAUBXKHOCT
Ha Ha3aJlHU IWIMApHU KIETKM M / WM TEeHeTHMYHO W3Cle[BaHe 3a I'bpBUYHA LMJIHApHA
JTUCKUHE3HNS,

e V3nuTBaHe Ha TOT W / WK yABIKEHO TecTBaHe Ha myTaruu Ha TeHa CFTR (Bbp3pacTHU Ha BB3pacT
<50 ronuHM WIM NPH TaKuBa C €MU30/M Ha MAaHKPEAaTUT, OOCTPYKIMS HA 4YepBara, TOIJIMHHA
MpOCTpalvst ¥ IpU  TMAMEHTH  ChC  CBHIBTCTBAIO  YEPHOAPOOHO  3a00JisABaHEe  WJIHM
MBXKO Oe3I1011¢e)

e bpoHXockonusi MpH CbMHEHM 3a UYXAM Tela, AHOMAJUM Ha JUXaTEJHUTE NbTUINA H
HEOO0XOAMMOCT OT MNpoOM 33 MHUKPOOHOJOTMYHO H3CIe/BaHE Ha PECHUPATOPHH IaTOTCHH,
BKJIFOUMTETHO MUKOOAKTEPHH;

e Onenka 3a acnupanus (IbpBUYHA UM BTOPUYHA);

e JIObIHUTEIHU UMYHOJIOTUYHU TeCTOBE ((PYHKIIMOHAIHU TECTOBE 3a HEYTPOQWIN U MOATPYIH Ha
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mumdonuTy, noakinacose IgG, peakuy Ha aHTUTENa KbM BaKCHUHU);
* X1B, Human T-lymphotropic virus type 1 (HTLV-1);
» Exokapanorpama, 0cCOO€HO KOraTo uMa CbMHEHHE 3a 6e0/Ipo0Ha XUTIEPTOHUS;
CTEIIEH-cuana; /loka3aTesicTBo - YMepeHo

Ilpenopvka-6

[ToTbpcere AOMBJIHUTENHA HUCTOPHS, 3a Ja OINpEAENUTe MapKepu 3a TEKECT, Bb3JICHCTBUE Ha
3a00JIIBaHETO, CHI'BTCTBAIM 3a00JSBaHUS U MOAUPUIUPYeMH pUCKOBU (akrtopu. Hcropusita
TpsOBa Ja BKIIIOYBA: YECTOTA Ha eK3alepOanuu U XOCHHUTAIW3allii, CTENEH Ha OrpaHWYaBaHe Ha
YCUIIMETO, M3JIaraHe Ha TIOTIOHEB UM H JPYTH 3aMBPCHTENH, HCTOPUS Ha JIETCTBOTO H
ke, CTEIIEH - cnina; loka3aTre/icTBO - HUCKA

KonTpoa

PannoTO 1 ehekTUBHO MpociensBaHe HaMallsiBa KPaTKOCPOYHATA U JBJITOCPOYHATa 3a001€BaeMOCT.
[Ipu nonxxonsimo nedeHue, OenoapoOHaTa OOJECT, YCIOKHSBAIIA MIbPBUYHUS UMYHOACHULIUT, HE
TpsiOBa na ce Biomana. [lo-ronsmara IpoABHKUTETHOCT HA XPOHUYHA MPOAYKTHBHA KallUIUIIA €
CBBp3aHa ¢ mo-yoia GyHKIus Ha Oenus Apo0o.

Ilpenopvka-7

Ilenta e na ce onTUuMHU3Upa OOIIOTO OJIATOCHCTOSIHUE, KOHTPOJAa Ha CUMITOMHUTE, OernoapoOHaTa
¢bynknus, kadectBoTo Ha XMBOT (QoL) m ma ce Hamanmu dYecrorata Ha OOOCTpsSHE M Ja ce
IIPEeJOTBpPATH IPEKOMEPHOTO HamajsiBaHe Ha OenoapoOHara ¢yHkuusa. ToBa MoXke Ja H3HMCKBa
WHTCH3MBHA MEIUIIUHCKA TEPAITHSI.

CTEIIEH-cuana; J/loka3aTejicCTBO-BHCOKA

O0ocTpsinns

ExzanepOanmure Biomasar Qol, yBenwuaBaT pa3smepa Ha TUXATEIHUTE ITHTHUINA U CHCTEMHOTO
BB3MAJICHUE, BOJAT JO XOCHHUTANW3allug W Cca HE3aBUCUM TNPEIUKTOp 3a HaMalsBaHE Ha
oenoapobHata ¢yHkums. CUMNOTOMUTE BKIIOYBAT > 72 yaca yCWICHA KalUIMIA, MPOMsSHA B
XxpaukuTe (00eM, BHCKO3HMTET, THOMHOCT), 3aayX, XEeMONTH3a M / WM KOHCTUTYLIMOHHO
Pa3CTpOICTBO (HEPA3MOIOKEHHUE, YMOPA).

Ilpenopvka-8

Pa3paboTBaHe Ha TUIaHOBE 3a JIEYEHHE Ha eK3alepOalliy 3a BCEKW MAIMeHT, CBBP3BAIIU TU C
I'BPBUYHU 3JIPAaBHU TPIDKU M CICIHAIM3UPAHN WA OOJHMYHU ChOpBKeHusa. Korato € ymecTHo,
TOBA BKJIFOYBA WHIUBUIYATU3UPAHU U CAMOCTOSTEIIHH IUIAHOBE 3a JIEWCTBUE 3a YIPABJIEHUE.
CTEIIEH-cuina; J/loka3aTesicTBO - HUCKA

1. TEPAIIUS - AHTUBUOTUIIA

Bucokure OakTepuaniHM HATOBapBaHWs B JAUXATENIHUTE WbhTUIIAa Ha mnamuentu ¢ CSLD /
6pOHXI/IeKTaSI/II/I Ca CBBpP3aHMW C IMOBUIICHU PECIUPATOPHHU CUMIITOMH, ITO-UCCTHU O6OCTp${HI/I${ )51
MOBUIIIEHH MapKepH Ha Bb3naynieHue. CrienoBaTeHO, aHTHOMOTUYHATA Tepanus 3a HaMajsiBaHe Ha
0aKTepHaIHOTO HATOBapBaHE MMa IICHTPaJTHA YIPaBICHCKA POJISL.

1.Tlpu octpute OOOCTpsSHUS, B 3aBUCUMOCT OT TEXKECTTa, M'bPBOHAYAIHO CE€ OIMUTBAT
KPaTKOCPOYHHUTE TMEpPOpaTHU AHTHOMOTHUIM W aMOylaTopHUTE Tprku. [lo-TexkuTe enu3oan
M3MCKBAT MHTPABEHO3HUW AHTUOMOTHIIM, KOMOWHHpPAHH C HMHTCH3UBHA (PU3HOTEpamust U Ipyru
METOAM 3a HW3YUCTBAHE HA [UXATEIHUTE ITHTHINA, BKIIOYUTEITHO IyJIBEPU3UPAHA TEpaIusl.
Brrpeku ye urcBart coNMIHN A0Ka3aTeNCTBA, OOMKHOBEHO C€ MPENophyuBa IBYCEIMUYECH KypC Ha
anTHONOTHIIM. OTrOBOPHT Ha TEpANUATa BKIFOUBA HaMaJIeH 00€M ¥ THOMHOCT Ha XpayKUTE, KAKTO
1 mogoOpeH XapakTep Ha Kamuiumara (BJIaXHa 10 CyXa WIM CIOUpaHe Ha Kaluiuiara), oOIIo
omarocbcrosiane, QoL u mapkepu Ha cucTeMHO Bb3naneHue (C-peakTUBEH MPOTEHUH), MUKPOOHO
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M3YMCTBAHE U BPBIIAHE KbM H3XOJHOTO HUBO ChCTOSHUE.

2. UI3kopensaBane Ha Pseudomonas aeruginosa - XpoHuyHarta wuHpekuus c¢ Pa 1mpu
CSLD/6ponxueKTa3uu € CBbpP3aHa C HampeqHAIo 3a00isiBAaHE W BIIOIIABAHE HA KIMHHUYHUTE
pe3yaTatu. Manko peTpoCeKTUBHO IpOoy4BaHe choOIaBa, 4e pu IbpBOTO U3oaupane, I1a moxe
na ObJe JUKBUAMPAHO C MHTPABEHO3HH aHTHOMOTHIIM, TMOCIEIBAHO OT 3-MeCe4Ha IepopaiHa U
MHXaJAallMOHHA AaHTU- [ICEBJOMOHAJIHA AaHTUOMOTMYHA Tepanus. JlokaTo epaaukaunusaTa e
CBITBTCTBaHA OT HAMAJIEHHU CKOPOCTH Ha 00OCTpPSIHE, Ca HEOOXOAUMH JTOMBIHUTEITHH POYYBAHNUS,
3a Ja ce IEMOHCTPUPA HAKAKBA IPOABIKUTENHA KIMHUYHA 110J134.

3. IbArocpoyHO TOTHUCKAHE - IeATa Ha JBJITOCPOYHATA [EpopajHa WM HHXaJallMOHHA
aHTUOMOTHYHA Tepamus € Ja ce HaMaiu OaKTepUaJHOTO HATOBAapBAaHE M BB3MAJICHUETO Ha
JMXATEITHUTE ITBTHINA, KOTaTO HE € BH3MOXKHO TPAWHO YHUILO)KAaBaHE HA TO-HUCKH PECHUPATOPHH
natoreHu. M3anuTanus ¢ NpoabDKUTENIHO NMPUIIOKEHUE Ha TiepopalieH OeTa-JlakTaM U MHXaJIUpaHu
AHTUOMOTHIIM JaBaT MPOTUBOPEUYMBU pE3YyNTaTH 3a KIMHAYHA I10J13a, KaTo Haii-modpure
JI0Ka3aTelIcTBa ca NPEJOCTaBeHU 3a MoJ3a OT PaHJOMHU3HMPAHO KOHTpojiupaHo npoyusaHe (PKI)
BBPXY MHXAJIATOPEH reHTaMUIMH / aMuKaiH. OOpaTHO, MOCIeIHUTE PaHIOMU3HUPAHH, TIae0o-
KOHTPOJIMPAHU IPOyYBaHUs HAa MakKpoOJHAM B NPOABIDKEHUE Ha 6-24 Mecena, JIOKJIAJBaHU OT
ex3amepoOanunTe, ca HamaleHu ¢ 33- 64%, a B Hiakom ciydau nomobpeHa QoL u GemoapoOHa
¢ynkuus. HezaBucuMo OT TOBa ca HEOOXOJUMHM JOIBIHUTENIHU IPOYYBAaHUSA, 33 Ja C€ yCTAaHOBU
TAXHATA [SUI0CTHA pousist M Oe3omacHocT B CSLD / OpoHxmekTa3nu, 0COOCHO MO OTHOIICHHWE Ha
KJIMHUYHUTE TOCJIEACTBUA OT pa3BUTHETO HA aHTHOMOTHYHA PE3UCTEHTHOCT. Makpoiuaure
TpsiOBa ja ce M30ATBaT MPH TE3H, KOUTO MOJIydaBaT aHTHAPUTMHUYHU cpescTBa oT kiac [A / 111, ako
uma yawspkeH QTc HHTepBai UM KaTo €JUHUYEH areHT, Korato ce Kyatusupar NTM.

Ilpenopvka-9

N360p Ha aHTHOMOTHIIN TPsIOBA J1a € OCHOBAH HA PE3yJTATUTE OT MUKPOOUOIOTUYHO U3CJIEIBAHE HA
cekpeT OT oyHu nuxartennu meruma (IJIIT) — xpauka, GpoHxoacnupar wim OpoHXoaJIBeoJapeH
JaBaX. AHTUOMOTUYHMST MOJIEN TPsIOBA /1a € ChbOOPa3HO KIMHUYHATA TEKECT U TOJIEPAHTHOCT Ha
NaIMeHTa, BKIIIOYUTEIHO aJeprus, KaTo Mo-KpaTku KypcoBe (<14 1Hu) ca MOJIe3HM 3a JIeYeHHe Ha
MAIUEHTH ¢ Bb3PAaCTHU OPOHXHMEKTa3uu C OCTPO 00OCTPSIHE B CpaBHEHUE C KypcoBe oT 14-21 nHu
Ha CUCTeMHAa aHTUOMOTHYHA TepaIusl.

Jleka po ymepeHa
ek3auepbauus (nepopanHa
Tepanusa) A

YmepeHa Ao TexKa eKk3auepbauusa (IV
Tepanusa) A

HauanHa
eMnMpuYHa
Tepanua*

amoxycillin,
amoxycillinclavulanate or
doxycycline

ciprofloxacin ako nma P.
aeruginosa (Pa) B nocnegHuTe

KyATypW.

ampicillin,cefotaxime or ceftriaxone
(amoxycillin, amoxycillin-clavulanate, or
cefuroxime)

piperacillintazobactam, ticarcillin-
clavulanate, or

ceftazidime + tobramycing§

npuv TeXKKaeksauepnauus unmv Pa s
nociaeaHUTe KyNTypu

CneunduyHm natoreHmn &

H. influenzae
B-lactamase—ve
B-lactamase +ve

Amoxycillin
amoxycillin-clavulanate or
doxycycline

ampicillin (amoxycillint) cefotaxime or
ceftriaxone (amoxycillinclavulanate or
cefuroxime),

S. pneumoniae

Amoxycillin — 14 gHn
500 mr 3xgH. nam
Doxycycline — 2x100 mr/aH

benzylpenicillin G, ampicillin
(amoxycillin)
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M. catarrhalis

amoxycillin-clavulanate — 3x625

Mr/aoH.
Clarithromycine — 2x500 mr/aH

cefotaxime or ceftriaxone — 2,0 r/aH
(amoxycillinclavulanate, or cefuroxime)

Haemophilus
influenzae- beta
lactamase negative

Amoxicillin 500mg — 3xgH nnu
Amoxicillin 1,0 rp. 3x AH. nam
Amoxicillin 3,0 rp. 2x aH. nam
Doxycycline 100mg 2x gH. nam
Ciprofloxacin 500mg nan 750mg
2X OH.

Ceftriaxone 2,0 rp. 1xaH (1V)

Haemophilus
influenzae- beta
lactamase positive

Amoxicillin ¢ Clavulanic acid 625
mr 1 tabn. 3xaH. Unun
Doxycycline 100mg 2xaH nnu
Ciprofloxacin 500mg or 750mg
2XAOH.

Ceftriaxone 2,0 rp. 1xaH (IV)

S. aureus Flucloxacillin 500mg 2xaH. Uan  [Vancomycin 1 gm 2xaH. unm Teicoplanin
MRSA Clarithromycin 500mg 2xaH. 400mg 1xaH. nam
nnu Doxycycline 2x100 mr/aH.  [Flucloxacillin 500mg - 4xaH. nau Linezolid
nnn Amoxicillin ¢ Clavulanic acid [600mg 2xaH. 1l
625 mr. 3xgH.9
Klebsiella, Ciprofloxacin 500mg nam Ceftriaxone 2,0 rp./aH L.V.
enterobacter 750mg
Tabn. 2xgH.

P. aeruginosa(Pa)

ciprofloxacin 500 mr. 2xaH.
(makc. 14 gHun)

Ceftazidime — 2,0 rp./gn. 1.V. nan
Piperacillin-tazobactam — 4,5 rp./aH,
Ticarcillin-clavulanate 3,1 rp./4x gH. L.V.,
Ceftazidime + tobramycin;

Aztronam — 2,0 rp./aH. LV. nan
Meropenem - 2,0 rp./gH. I.V. uan Colistin
2MU/pH. + aMUHOTNIOKO3NA;

MHXanaumMoHHM aHTMBHOTMLM -
colistin/tobramycin/gentamicin

NTM

noTbpceTe CbBET OT CNeLnaamncT
no Tepanus Ha
HeTybepKyno3HuUTe
MUnKobaKkTepuny

noTbpceTe CbBET OT CNeuuaancT no
Tepanusa Ha HeTybepKyno3HuTe
MUKobakTepun

* B nomrbiiHeHNE KbM KIMHUYHATA TEXKECT, IbpBOHAYAIHATa eMIIMPHUYHA TEpanus c€ PbKOBOIU
U OT MpEAUIIHUTE PE3YydTaTH OT KYITypaTa Ha MO-HUCKUTE OTAENM Ha JIUXATeJHU IbTHUIIA
(xpauka, BAJI / Oponxockomusi), MECTHHM MOJAEIM HAa AHTUOMOTHMYHA YYBCTBUTEIHOCT U
MPEIUIIHN PEaKIMH KbM JIeUeHUE ¢ aHTUOUOTHUIIH.

N TloThpceTe KOHCYATAalMsl CbC CHEHUAINCT, aKO HMa aHaMHe3a 3a aHTUOMOTHYHA
CBPBXUYBCTBUTEIIHOCT MJIM TEXKH HEXEJaHW AaHTUOMOTHYHU e(eKTH M TpU CEepUO3HU
JIEKapCTBEHU B3aUMOJECUCTBUSA. AMMHOITIMKO3MIUTE, MAKPOIUIUTE M (IIyOPOXMHOJIOHUTE
TpsOBa J1a ce U3IM0JI3BaT BHUMATEIHO MPH MAIEHTH B HAaIIpeIHaIa Bb3PacT.

§Bbnpekun ye nedennero Ha Oaktepuemus ¢ Ps. aeruginosa ¢ komOMHHMpaHa OeTa-lTakTamMHa U
AMHMHOTJIMKO3HM/IHA AHTUOMOTHYHA Tepamusi He JaBa JOMBJIHUTENHA KIMHWYHA TON3a U €
CBBP3aHO C IOBEYE HEXKEJIAHU CHOUTHS, OTKOJIKOTO MPH M3IOJI3BAaHE Ha €IHO OeTa-TaKTaMHO
CpEeACTBO, pOJIsiTa Ha eIUHHYHA OeTa-JlakTaMoBa Tepamnus 3a HeOakTepuasiHa MHEBMOHUs ¢ P.
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aeruginosa u Jpyru pecrnupaTopHu MH(EKIuu ¢ Hepokazana. KomOunaMpanara tepamnus TpsiOBa
BCE OIII¢ J]a CE U3I0JI3Ba, KOTaTO Ce OTKPHUAT MHOTOPE3UCTEHTHH I1aMoBe Ha Ps. aeruginosa.

9 3a neuenue Ha MRSA ce u3nckBa cnenuaau3upad CbBET B CbOTBETCTBUE C MECTHUTE MOJIEIHN
Ha TIOJATIMBOCT W MOJUTHUKH 32 KOHTPOJI Ha MHQeKnuuTe. Pemennero kora aa ce jekysa NTM
W KakBO areHTH Ja C€ H3IO0J3BaT € YCIOXKHEHO OT BHUCOKHTE HHBAa Ha aHTUOMOTHYHA
PE3UCTEHTHOCT, IMOKa3aHH OT TE3W IIaMOBE, M HEOOXOJAMMOCTTAa OT MPOIABDKUTEIHU
TepaneBTUYHN KypCOBE, BKIIFOYBAIIM MHOXKECTBO JICKAPCTBEHH KOMOMHAIIMH, KOUTO PHCKYBAT
CEpUO3HA TOKCUYHOCT U JIEKAPCTBEHU B3aUMOJICHCTBUSI.

& OO000meHn MPEenopbKUTE 3a MBITOCPOYHO JICYCHHE C AHTUOMOTHIM TPU > OT 3
eK3arepOaly roUITHO BKJIFOUBAT ONTUMHU3UpPaHE Ha KIMPBHCA HA AUXATEIHUTE bTUnia. [Ipu
P. aeruginosa nHpeKus - TBITOCPOYHO HHXATHPAHO aHTUOMOTHYHO JedeHue. [Ipu nunca Ha P.
Aeruginosa wH(EKIHS - IBITOCPOYHO JICUCHHE C MaKpoiuad. [Ipuw jmIica Ha OTrOBOpP HIIU
HETOJIEPAHTHOCT - JBIATOCPOYHA LEN € OpaJieH aHTUOMOTHK WM KOMOMHHMpAH OpajeH u
WHXAaJaTOPEH aHTUOMOTHUK (CHIIIO TIPU HEAJICKBATCH OTTOBOP OT TEepaIks MOHOTEPAIHs C OpaJieH
Wy uHXanarepoeH Ab).

CTEIIEH - cnina; J/loka3aTeJICTBO - yMepPeHO

Ilpenopvka-10

Tpy BB3MOXKHU M aNTepHATHBHYU IBTHIIA 33 €PaJMKALMOHHO JICYCHHE, OCHOBAHM HA TOBA,
KOETO C€ M3MOJI3Ba YECTO B KJIMHUYHATA IPAKTHKA MPU HOBOOTKpUT Ps. aeruginosa. Cnex Bcska
CTBIIKa T € HIpEernopbuBa Ja ce IMOBTOPM B3eMaHETO Ha Mpobu oT Xxpauku 3a Pseudomonas
aeruginosa ¥ Jia ce IpeMUHe KbM CIIeIBaIlaTa CThIIKA, aKO KyJITypaTa OCTaHe MMOJIOKUTEITHA.

CTEIIEH - cnina; J/loka3aTeJICTBO - yMepPeHO

Ilpenopvka-11

[Ipyn manueHTH, KOUTO HE H3MCKBAT NApEeHTEPaJHU AHTHOMOTHIIM 3a OCTPO OOOCTpSHE,
NEpOPAIHUTE AaHTUOMOTUIM ce TpeAnucBaT 3a Hail-manko 10 nHM Ha Oa3ara Ha HaJUYHUTE
pe3yiaTaTd OT MHUKpPOOHOJOTHTa Ha AWXATeTHUTE WbTUIA. Heo0XoauMo € BHHMATEIHO
IpoclieisiBaHe 3a OIleHKa Ha OTroBopa Ha JjiedeHueto. Octpure o0OCTpsiHMS Ha OpOHXUEKTa3UH
TpsiOBa J1a ce JeKyBaT 14 1Hu ¢ aHTUOMOTULIN

CTEIIEH - cuana; /loka3aTeacTBo — HUCKA

Ilpenopvka-12

HeanexBaTHUAT OoTroBop OM TpsAOBaJIO Ja HAJOXKU MOBTApsSHE HA KYJITYypUTE Ha JIOJHUTE
JMXATETHH ITBTHILA U Ja Ce MPELeHH JaIH ca HEOOXOIMMHU MapeHTepalHa aHTUOMOTHYHA TepaIus 1
XOCTIUTAIA3ALUS.

CTEIIEH - cuana; /loka3zaTesicTBo - ymepeHo

Ilpenopvka-13

[TanieHTHTE, KOUTO HE MOJTyYaBaT MepopaiHa aHTHOMOTHYHA TEPAITUs 32 OCTPO 00OCTpSIHE,
TpsiOBa Ja TMOJy4aT WHTEH3MBHM CTpPAaTErMHM 3a OCBOOOXKJaBaHE Ha JUXATEIHUTE IMbTHINA U
MapeHTepATHA aHTUOMOTHIIM Bh3 OCHOBA HA IMOCIEIHUTE PE3YATATH OT KyITypaTa Ha MO-HUCKUTE
auxaTeaHu mbTuina. Heo0XoauMo € BHUMATENHO MpociessBaHe. MHTpa BEHO3HHM aHTHOMOTHUIH
TpsiOBa ja ObJAT MMOHE 5 THU M YEeCTO MOCIIEABAHN OT NepopaiHu aHTHOnoTuIM. [IpeMuHaBaneTo oT
[.V. xbM nepopajiHi aHTUOMOTHIIM 3aBUCH OT MOJXOASAIIM aITEPHATUBHU 33 EPOPATHO NPUIIOKEHHUE
U e(pEeKTUBHH CBHITBTCTBAIIN TEPANNH, KATO CTPATETHH 32 OCBOOO’KAaBaHE HA AUXATEIHUTE IBTHUINA,
MOrar Jia ce MoAIbpkKaT B aMOylaTopHa 0OCTaHOBKA M TEKYIIU aMOyIaTOPHU MPETJICAH.

CTEIIEH - cuana; /loka3aTecTBo - yMepeHO

Ilpenopvka-14
JBITOCPOYHUTE TEPOpPATHA AaHTUOWOTUIIM HE TpsAOBa Ja ce MPeAnucBaT pPYTUHHO.
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Makponuay (Wim Apyrd aHTUOMOTHLIN) MOTAT J1a ObAaT pa3riieJaHy 3a TEPAeBTHYHO U3ITUTBAHE 32

orpaHWYeH NepuoJ OT BpeMme (Hampumep a0 12-24 mecena) npu M30paHu MAMEHTH [HAMp. YECTH

oboctpsiHus (>3 ek3arepOanuu ¥ / WM > 2 XOCHHTAIU3AlUU Tpe3 npenxonnute 12 mecena)].

[Ipenu 3amouBaHe Ha MaKpoOJIUAU IBPBO ce yBepere, ue MHpekuuara ¢ NTM e u3kirodueHa mpu

MALMEHTH, CIIOCOOHU J1a ocurypsT xpauku U Hanpasetra EKI' npu Bb3pacThu 3a onienka Ha QTc.
CTEIIEH - cuana; /loka3aTecTBo - yMepeHo

Ilpenopvka-15

VYnorpebara Ha WHXaJaUMOHHUTE aHTHOMOTMIM € cBbp3aHa ¢ 10-32% puck or
OpoHXOCHa3bM U CE€ IpernopbyBa KOHTPOJIHMpaHA TECTOBA J03a C Ipeld- U MOCT-CIIUPOMETPHYHA.
[Ipenn wuHxamupaHe Ha KpaTKoJeWcTBaml OpOHXOIWIATaTOp MOXKE Ja Ce€ MpeloTBpaTH
OpOHXOCTa3bM U CJIEIOBATEIHO € MPEHOPHUUTEIHO.

He tpsi6Ba na ce nmpennucBar pyTHHHO IBJITOCPOYHH IYJIBEPU3UPAHU AaHTUONOTHIIH.

CTEIIEH - cuinna; /loka3aTe/icTBO - YMepeHo

BpoHxoanaaTaTopu 1 KOPTHKOCTEPOHIH

JIunata ¢ CSLD / OpoHxHeKTa3uyu Morar Jia MMaT ChII'BTCTBAIlla aCTMa C XPHUIIOBE U / UIIH
JUCIIHESI, pearupaly Ha JeKapCTBEHU NPOAYKTU ¢ Oera-2 aroHUcCT. JloKJIaguTe 3a CUMIOTOMUTE Ha
actma npu te3u ¢ CSLD

/ 6pouxuekTasuu Bapupat ot 11 10 46%. JlokaTo HSIKOW MPOYYIBAHHS MPUITHCBAT aCTMa KaTo
IpUYMHA 32 OpPOHXMEKTa3uH, MO-BEPOATHO € acTMara Ja Ce JMArHOCTULHUPA I'bPBOHAYAIHO WIIH
ennoBpemerHo ¢ CSLD / 6ponxuekrazun. KoraTo ca Hanmuie, aCTMaTHIHUATE Tepanuu TpsiOBa 1a ce
U3IIONI3BAT B CHOTBETCTBUE C YKa3aHusATa 3a actMa. Muxamaropuute koprtukocrepouau (ICS)
OCUTYpsIBaT, B Hali- 100pus ciy4ail, ymepena nomnsza npu CSLD / Oponxuekrazuu. [IpoyuBane Ha
Cochrane He ycTaHOBM 3HAYMTEIHU Pa3IMKU MEXAy Te3u, kouto noiydasat ICS, B cpaBHeHue ¢
mnane6o. KomOunupan 6eta- aronuct ¢ apiaroneiictsai ICS (B cpaBuenue ¢ ICS ¢ Bucoka go3a)
nojfo0psiBa AMCIHesATa M Kanuunara 0e3 edekr Bbpxy oboctpsHusTa. OcBeH ToBa ICS mpu
BB3pPAaCTHH C XpOHUYHA pecrupaTopHa 0osiecT puckyBa pa3Butue Ha NTM unpexius.

Ilpenopvka-16

MHxanaTopHUTe U NEPOpPATHUTE KOPTUKOCTEPOUIN HE TpsAOBa /a ce MpeanucBaT pyTHHHO,
OCBEH aKO HsIMa YCTaHOBEHA JJUarHo3a 3a ChbBMECTHO chlllecTBYBaIa actma uin XOBbb.

CTEIIEH - cunen; /loka3zaTesICTBa - HUCKH 32 NEPOPATHH KOPTHKOCTEPOUAHN, YMEPEHO
3a ICS

Ilpenopvka-17

WNuxanatopuute OpoHXOAMIATATOPH HE TpsAOBa 1ga ce MPENNUcBaT PYTHHHO W Ja cCe
M3IOJI3BaT CaMO Ha MHJIMBUyajHa OCHOBA.

Moske fa ce W3MON3BaT OpPOHXOOWIATATOPU TMpenu (Qu3noTepanus — HHXAIMpaHe Ha
MYKOAKTHBHH JICKAPCTBA, KAKTO U MHXAIMPAHE HA aHTUOMOTHIIH.

CTEIEH - cunen; Jloka3aTeJCTBO - HUCKO

MyKOJIUTHIM U MYKOAKTHBHH areHTH

MyKOaKTHBHHUTE CpEICTBA BKJIIOYBAT MAaHUTOJN, HM30- W XHUIEPTOHHYEH (HU3NOJIOTHICH
pa3tBop. JloKaTo paHHHTE KPAaTKOCPOYHHM MpoyuyBaHHMs ca oOemasariu, abiarocpoynute RCTs
YCTAQHOBSIBAT, Y€ KAKTO XUIEPTOHWYEH (PU3HOIOTMYEH pPa3TBOpP, Taka M MAHHUTOJ, aBaT MAaJIKO
NPEeJUMCTBO TpeJ H30TOHMYHHUS (U3MOJOTHYEH PAa3TBOP M CHOTBETHO Iutanebo. ObpartHo,
peKOMOMHAHTHATa YOBEIIKa JAe30KkcupruOonykieasa (rhDNase), mupoko u3moi3BaHa MyKOJIUTHYHA
npu CF, e Bpeana npu Bb3pactau ¢ CSLD / OpoHXHMEKTa3uu U € CBhp3aHa ¢ MOBUILIEHU 000CTPSHUS
1 XOCTIMTAJIM3aIH U 1o- 0bp3 ciaa Ha FEV1.
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Ilpenopvka-18

Jla He ce mpeyiara pekomOnHaHTHA YoBenika DN-a3za (rhDNase) npu Bb3pacTHU MMAIIUEHTH C
CSLD / 6poHXHEKTa3HH.

CTEIIEH- cunen; Jloka3aTeICTBO - BUCOKA

Ilpenopwvka-19

[IpenoppuBaMe na ce MPEIOKU IBIATOCPOUYHO MYKOAKTHBHO JieueHHe (>3 mecena) npu
BBH3PACTHU NAIMEHTH ¢ OPOHXMEKTa3U, KOUTO U3MHUTBAT 3aTPYAHEHUS NPU OTXpayBaHE HA XPAUYKH U
JIOIIO KA4eCTBO HA KMBOT M KOTaTO CTAaHJAPTHUTE TEXHUKU 32 OCBOOOXK/IaBaHE Ha JIMXATCITHUTE
I'BTULIA HE YCTISIBAT Aa KOHTPOJIUPAT CUMIITOMUTE.

He ce mpemopbhyBaT MyKOaKTHBHH arcHTH, BKJIFOUUTEIHO XUIEPTOHUYCH (U3UOJIOTHYCH
pa3TBOP M MAHHUTOJI PYTHHHO.

CTEIIEH - c1a0o; /loka3aTe/JCTBO - yMEPEHO

TexHukM 3a HM3YMCTBAHe HA [MXATeJHHTe NbTHIIA, YNPakKHeHUst M Oes10ApoOHA
pexadéuanTanus

Benpeku numncara Ha coiuaHa 0a3a OT JJ0Ka3aTelCTBA, TEXHUKUTE 33 W3YMCTBAHE Ha
IMXATeTHUTE ITBTHUINA ca CTaHAAPTHO JieueHue npu xopa ¢ CSLD / Oponxuekrasuu. Hamuunure
IpOyYBaHMs IIOKAa3BaT, Y€ TEXHUKHUTE 3a M3UYMCTBAHE HA JAMXATEIHUTE MbTHUINA ca IOJIE3HH, C
nonodpeH kamauuteT 3a QoL u ynpaxkHeHus U HamajeH o0eM Ha KaunuMnara u xpauku. Karo ce
uMa TpeABH]l pa3HOOOPa3HeTO Ha TEXHUKH 3a U3YMCTBAHE HA TUXATEJHUTE IbTHUILA U MOBHIICHA
e(UKaCHOCT, KOTaTO Ce M3IOJI3Ba MHAWBUIAYAIN3UpaHa Tepanus, TpAOBa J1a ce ThpcH cnenuduyHa
auxaTenHa ekcreptusa. benoapoOHarta pexaOunuranmuss € MYJATHIUMCHMILIMHAPHO JIEYEHUE,
BKJIIOUBAIIO TPEHUPOBKA, CAMOYIPaBIIEHUE, [ICUXOCOIUAIHA U XpPaHUTEIIHA UHTEpBEeHIIU. Mankure
(KpaTKOCpOUYHM) TEXHHMKHM 3a TOYHMCTBAHE Ha JAMXATEIHUTE NbTUIIA OT OOydYeH AuxarTeseH
¢u3noTepaneBT, BKIIOUUTEIHO TPEHUPOBKUTE 3a IUIOTO TsJIO, IOKa3BaT NOJ0OpeHHe Ha
CUMIITOMUTE, TOJIEPAHTHOCT KbM YyIpaxkHeHHATa M QoL. Ako He cChlIecTBYBAaT cCrHeUU(UIHU
MIPOTUBONOKa3aHus, pU3nUecKkara akTHBHOCT TPsIOBa J1a c€ HaChpyaBa.

Ilpenopvka-20

[IpenoppuBar ce TEXHUKHU 3a U3YMCTBAHE HA JAUXATEIHUTE MBTUILA BEIHBXK WU J1BA MbTU
JTHEBHO U TpsiOBa Ja ce MOTHhPCHU CHhBET OT AuXarenHus ¢puznorepanesT. HAMBUIyaTHA Tepanus 3a
KJIUPBHC Ha AUXATEITHUTE MbTHUIIIA.

CTEIIEH - cuana; /loka3aTecTBo — yMepeHo

Ilpenopvka-21

Bb3pacTHU ¢ OpOHXHMEKTa3uM W OTpaHHYEHHE Ha YIpaXKHEHHsITa TpsOBa na MoIydar
oenoapoOHa pexabunurarus. Bcuuku nHTepBeHIINK TPsIOBa 1a ObIaT ChOOPa3eHH ChC CUMIITOMHUTE
Ha TMaruenTa, GU3NYECKUTE CIIOCOOHOCTH U XapaKTEPUCTUKHUTE HA 3a00JSBAHETO.

CTEIIEH - cuana; /loka3aTecTBo — yMepeHo

Ilpenopvka-22
PenoBnara (hu3nuecka akTUBHOCT ce MpenopbuBa 3a B3pacTHU ¢ CSLD / OpoHxuekTa3uu.
CTEIIEH - cuana; /loka3aTecTBo — yMepeHo

XpaHeHe

JlomoTo XpaHeHe KOMIPOMETHPA BPOJCHHMS M aganTuBeH UMyHUTET. [IpoyduBanus mpu
APYTH XpOHUYHH PECITUPATOPHU 3200 sIBAHUS ITOKA3BaT, Ue JIOUIOTO XpaHEHE MOXKe 13 ObJe PUCKOB
¢axTop 3a pecniuparopuu oboctpstaus B CSLD / 6ponxuekraszun. HemoctursT Ha BUTaMuH-D ce
CBBpP3Ba C 110~ JIOIIHN Pe3yJITaTH, HO T0KAa3aTEJICTBATa 3a TOBA Ca HUCKHU.
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Ilpenopvka-23
OreHKa ¥ ONITUMU3UPAHE HA XPAHUTEIIHUSI CTATYC.
CTEIIEH - cuana; /loka3aTecTBO — yMepeHo

HamansiBane Ha JXONMBJIHUTEIHO yBpexaaHe Ha Oesust 1pod

3aMbpCUTENIUTE HAa OKOJIHATA CPe/ia, BKIIFOUUTEIIHO TIOTIOHEBUS TUM, BIIOIIABAT XPOHUUHUTE
pecriupaTopHU 3a00JsBaHUS U TPEACTABIISIBAT JOMBIHUTEICH pUCKOB (pakTop 3a Te3um ¢ CSLD /
OpOHXMEKTA3HH.

Ilpenopvka-24

HacwvpuaBane Ha eTMMUHUPAHETO HA TIOTIOHOMYIIEHETO, BKIKOYUTEIHO U3J1araHe Ha IyIIeK
Ha BTOpa ynoTpeoa.

CTEIIEH - cunna; /loka3aTeicTBO — CHJIHA

Ilpenopvka-25
HacwpuaBane Ha n30srBaHeToO Ha 3aMBPCUTENH BB BB3/yXa.
CTEIIEH - cuana; /loka3aTecTBO — HUCKA

CBIbpTCTBAINH 3200 IIBAHUSA

[Marmenture ¢ CSLD / OpoHXMEKTa3WM ca YBEIWYMIIM CTEIEHTAa HAa KOMOPOWIUTET,
BKJIIOYMTEIHO XPOHHUYEH CHUHY3HT, racrpoezodareaneH pedguiykc, ,,acTMa-nmofoOHa™ Ooject H
nenpecus. He e u3BeCcTHO nanu TE€3W CHITBTCTBALIM 3a00JSBaHMS yBEJIMYaBAT YeCTOTaTa U / WIH
TEXECTTa Ha O0OCTPSHUATA WM BIIOLIABAT YBPEXIAHETO Ha OenuTe ApoboBe.

Ilpenopvka-26

PenoBHo HabOmromaBaiiTe M yrpaBisiBaliTe YCJIOXHEHUSTA U CHI'BTCTBALIUTE 3a00JISIBAHUS.
PenoBen nperien Hali-MaJIKo €IMH BT B TOJJMHATA, KATO OCOOEHO MPH MbpPBOHAYAIHATA OL[EHKa

MYJITHIUCIHUIIMHAPEH €KUTI € 33 IPEAIIOYUTaHE.

IIpeanedvm exnrousa oyenka Ha:

a) TEKECT, KOSITO BKITFOYBA OKCHMETPHS U CIIUPOMETPHS;

0) KkynTypa Ha Xpauku (KOoraTo € HajJMyHa) 3a pYTHHHa OakTepuajqHa M TOAMIIHA
MUKOOaKTepHaiHa KylTypa;

B) yNpaBlIeHHE HA BB3MOXKHU YCIIOKHEHHMsI M CBITBTCTBAIM 3a00JsBaHUs, O0COOEHO 3a
racTpo- ezodareaneH pedaykcHa 0osiecT / acupaliysi, peakTuBHa O0JIeCT Ha AUXATEIHUTE IbTUIIA /
actMa, XOBb, oropuHonapuHreanHu HapyuleHus, ypuHapHa MHKOHTUHEHLUS, ICUXUYHO 37paBe U
CTOMATOJIOTUYHO 3abossBaHe. [lo-psaKo MAIMEHTHTE W3WMCKBAT OLEHKW 3a HAPYIICHO IUIIAHE H
YCJIOXKHEHUS Ha ChPIETO;

T') Clia3BaHe Ha TEPANMUTE U TI03HABaHE Ha OOJIECTHUTE NPOIIECH U JICUCHYIS,

CTEIIEH - cuana; /loka3zaTesicTBo - ymepeHo

Jlpyru BUa0Be JieueHue, BKJI XUPYPru4HO

Hanwme ca pa3nwuHu Jpyrdl JICUEHHUS, HO C MAJIKO TOIKPENsIH JdaHHU. Hactosmiute
CTpaTernuy 3a YIpaBJeHHE ca HaMalWIM HEOOXOAMMOCTTa OT XHUPYPTUYHH WUHTEPBEHIIUH, KOUTO
HOCSAT MaJTbK, HO 3HAYHUTENIEH PUCK OT 3a00JIEBAEMOCT M CMBPTHOCT. TpaHCIUTaHTAIMATa Ha OenuTe
npoboBe TpsiOBa Ja ce 0OMUCTH NP MAIIMSHTH C KpaeH CTaauii Ha OenmoapoOHa OomecT.

Ilpenopvka-27

[Ipu mokazaHaust 3a XUpypruyHata HaMmeca TpsOBa Jja UMa OI[EHKa OT TaKbB CIICLUAINCT B
MYJITUAUCHUILINHAPHUA EKHUII npu CSLD / OpOHXOEKTa3UBHUTE TPUIKH.
CTEIIEH - cunna; /loka3aTencTBo — yMepeHa
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Ob6ocHoBKaTa 3a xupyprudyHo JjedeHue Ha CSLD /OpoHxuekTa3suu € Ja ce NpPeKbCHE
MMOPOYHHUAT KPbI' HA OPOHXUEKTA3UU Ype3 MpeMaxBaHe Ha OCIOAPOOHHUTE CETMEHTH, KOUTO BEYe HE
ca (yHKIIMOHAJIHH, U MPEIOTBpaTsABaHE HA aHTAKUPAHE HA ChCEIHUTE 30HU Ha Oenus 1pob. Haii-
gyecTara WHIUKALMS 3a OMepalusaTa ca PeluIdBHpAIId HHPEKIUH C XPOHUYHU CHUMIITOMH KaTo
MPOJYKTUBHA KalllJIMI[a, THOWHA XpayKa U XEMOIITH3A.

Kato 1s1o0 xupypruyHute HHTEPBEHIIMU U3IIICKIAT MOJE3HU CaMO MPU MHOTO BHUMATEITHO
oA0paHy MalMeHTH, KOUTO U3UCKBAT Hail-100bp Mpoduil Ha pUCK-TI0JI3a OT MOI0OPEHN CUMIITOMU
cpery 3a00JeBaeMOCTTa, CBbp3aHa C XUpypruyHarta Hameca. [lanuenTture me uzbepaT onepanus
caMmo ako HsMa eeKTUBHA MEIUILIMHCKA OMIIMS 32 JICUCHHUE.

Ilpenopvka-28

He ce mpemopbsyBa XHpYpPru4HO J€UECHHE Ha BB3PACTHU IMAIUEHTH C OPOHXHEKTA3HH, C
M3KIIIOYEHHE Ha MALUEHTH C JIOKAJIM3UPaHO 3a00JI1BaHE U BHCOKA YECTOTAa Ha 00OCTpPSIHE, BBIIPEKH
ONITUMH3AIMATA Ha BCHYKH JPYTH acTIeKTH Ha TIXHOTO KOHTPOJIMPAaHE Ha OPOHXUEKTa3UUTE.

CTEIIEH - c1a0o; /loka3aTe/JCTBO - yMEPEHO

IIpobdsemn Ha 001IeCTBEHOTO 3apaBe, npeBeHUuss |

MOAXOJSIIIO NPeJoCTaBsIHEe HA 3APABHHU IPUKH

ConMaaHO-UKOHOMUYECKUTE JIETEPMUHAHTH Ha  3[paBeTO, BKIIOUUTEIHO TIXHOTO
BB3aeiicTBUe BbpXy CSLD / OponxuexTasuu, He MoraT na ObJaT pasriie[laHd aJIeKBaTHO B TaKOBA
PBKOBOACTBO. VMIMyHM3auMu, KOUTO MpPeNOTBpATABAT OCTPH PECHUPATOPHU HHGPEKIUH, KaTo
KOKJIIOII, TPUIHU U THEBMOKOKOBU BAaKCHHM, C€ IPENOPBUYBAT, BHIPEKU JHUIICATa HA CleUU(PUIHU
Jl0Ka3aTresncTBa 3a BUCOKO HUBO CSLD / OpoHXxHeKTa3Hu.

[IpenocraBsiHeTo Ha NpPOrpaMu 3a XPOHUYHU 3a00JsIBAaHHUS M3HCKBAa BCEOOXBAaTHH M
BUCOKOKBATU(UIMPAHU IBbPBUYHU 3/paBHU yciayru. OOpa3oBaHMETO Ha MEIUIMHCKUTE
CHELMAJIMCTH, OCUTYpsBAllM IbPBUYHM 3/paBHU YCIYI'M CJEIBAa Ja C€ ChCPEAOTOUYU BBPXY
UIACHTUQUIMPAHETO Ha JHUIA 3a MOAXO0JAII0 HACOYBAHE U BUCOKOKAYECTBEHO MECTHO YIpPaBJIEHUE.
[TonoOHO Ha ApPYrM XpOHUYHM 3a00JsBaHMS, WHIUBUAYATU3UPAHOTO U MYITHIMCLUIUIMHAPHO
yIpaBieHUE Ha ciay4yauTe, padoTenio B paMKUTE Ha MEXAYNpodecroHallHa paMKa, € ONTHUMAJHO.
KnuanyHoTO BiomIaBaHe TpsOBa Ja JOBEJAE O PAaHHO HACOYBAHE 3a CHELMAIM3UPAHU TPUXKH.
Xopara ¢ yMEpeHO WM TEXKO 3a00JIsiBaHE c€ KOHTPOJIMPAT Hall-100pe upe3 MyITHAUCIUIIMHAPEH
MIOJIXO0Jl KbM XpOHHYHATA FPHXKa.

[Tarmentu ¢ CSLD / bronchiectasis, KOUTO >KMBEAT B OTJAJIEUEHU M B CEJICKUTE PallOHH,
IPEeCTaBIABAT OCOOCHN MPEIN3BUKATEIICTBA 3a MPEAOCTABIHETO Ha TPIKH.

Ilpenopvka-29

Nmynusupaiite crnopen HanmonamHuTe MMyHHM3alMOHHU cxemu. Ocurypere HaBpeMEHHa
€XKeroJHa UMYHH3AIMs C TPUI M CE yBEpeTe, Y€ IMHEBMOKOKOBU BAaKCHMHU C€ IMpHJIaraTt ChIIacHO
HallMOHATHUTE YKa3aHUS.

CTEIIEH - cuana; /loka3aTecTBo - yMepeHO

Ilpenopvka-30

HeoOxomuMo € KOOpAMHHpPAHO OOCITYy)XBaHE OT OCUTYPSBAlIUTE 31PaBHU YCITYTH.
[Ipeanonara ce, dYe cmnenuanucT orneHsBa mnpeanoigaraemata CSLD / OpoHxuekrasuu 3a
MOTBBPK/IaBaHE HA IUArHO3aTa, U3CleBAaHE HA €THUOJOTHUATA, OLICHKA Ha TEKECTTa U pa3padoTBaHe
Ha IJTAHOBE 3a yIpaBlieHne. XopaTa C yMEPEHO WJIH TEKKO 3a00JIs1BaHe c€ KOHTPOMHPAT Hai-100pe
ype3 MYIATHAUCIUIUIMHAPEH MOAXO0] KbM XPOHHUYHATa IpHKa ¢ MHAMBUAYATU3UPAHO YIPaBICHUE
Ha ciydaute. KnMHMYHOTO BiiommaBaHe TpsOBa Ja JOBEIE JO PAaHHO HACOYBAHE KBbM YCIYTH C
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excrieptu3a Ha CSLD / OpoHXUEKTa3uH.
CTEIIEH - cuana; /lokazaTeicTBo — HUCKA

Ilpenopvka-31

TpsiOBa 1a ce M3BBPIIN CHEHUATU3UPAH MIPETJIE 3a MAMEHTH ¢ YMepeHa HHBAIUJHOCT WIH
nporpecupamio 0OenoapoOHO 3abonsBaHe. ToBa BKIIOYBA W pas3riexkaaHe Ha OeroapoOHaTa
TpaHCIIAHTaIHS.

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

Ilpenopvka-32

OcurypsiBaHeTO Ha 3[IpaBHU TIPHXKHM 32 HACEJIICHUETO B OTHAJCYEHH M CEJICKUTE panoOHU
HN3UCKBA I'bBKABU W aAallTUBHU MCPKH. BLHpeKI/I TOBa, TS HE TpSI6Ba Ja IIpOMCHA MCJITa 3a
MpeIoCTaBsiHE HAa Hal-100py MPAKTHKY 32 JICYCHHE Ha Ta3u MOIyJIallusl.

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

V. IPABUJIA 3A 1OBPA KIIMHUYHA ITPAKTUKA ITPU KUCTUYHA
OUBPO3A (MYKOBUCIHIUAO3A) ITPU JIMIA HAL 18-T'OJAUIIHA Bb3PACT

1. Omnpenenenue
Kuctuunara ¢ubposa (MyKOBUCIII03a) € aBTO30MHO PELIECUBHO Pa3CTPOMCTBO Ha (YHKIUSATA HA

€K30KpUHHUTE KJIe3U NMPUYMHEHO OT Myrauus B enHo oT asere komus Ha CYSTIC FIBROSIS
TRANSMEMBRANE CONDUCTANCE REGULATOR — CFTR rena B xpomo3zoma 7 — 1o 1
KOIIME OT BCEKH pojauTen. AKO € Haiule ABoiHa Mytauus (1 Ha asere konus), CFTR nporennsT
MOJKE Jia € C HapylleHa (YHKIUS WIM Hal'bJIHO Jla OTChCTBA, B PE3yJTaT Ha KOETO C€ HapyllaBa
TpPaHCIOPTa Ha XJIOPHUTE HOHM OT M KbM KieTkuTe. HapyieHueTo Haii-uecTo 3acsira JiMla OT
ceBepHoeBporeiicku nmpousxoa ¢ yectota 1: 3500. Toa e xpoHUYHO 3a00J5BaHe, KOETO Hal-4ECTO
BOJIM JI0 XPOHUYHH CHHO-0eNopoOHN WHOEKINHN U MMaHKpeaTHdHa HeAOoCTaThYHOCT. Haif-uectata
IpUYMHA 3a CMBPT € XPOHMYHO HapymieHa OenoapoOHa ¢yHkuus (B cieiacrsue Ha (ubposa,
OpOHXHEKTa3uH U eM(pr3eM) B KpacH CTauil 3

2. Jlmarno3a

CrnexTbpbT Ha CHCTOSHUATA, NMPUUMHEHHM OT pascrpoeHaTta (yHkius Ha CFTR e mmpok - ot
,kiacuuecka“ kucro3Ha ¢pudpoza (CF) no uzonupanu egHoopranHu HapymieHus, Hapeduenu CFTR-
CBBbp3aHU ChCTOSTHUA. OTNpesenssHeTO U OCUTYPSBAHETO Ha JMarHo3aTa IMpu Majka HO BaKHa rpyrna
IIaImMEHTHU MOXKE [a 6”[))16 CCPUO3HO MPCAU3BUKATEIICTBO, ThA KaTO TIOTHHUS TECT MOXKE ga €
JIBYCMUCIIEH WJIM HOpMaJleH a BB3ACHCTBUETO, KOETO TOBA OKa3Ba BBbPXY MAIMeHTa (Ha pa3IuyHU
€Tamnu OT )KMBOTA M) MOKE J1a ObJIe MHOTO BaXXHO, Thii KATO MOXKE JIa JOBEJIE /10 TOTPEITHO CBPHX-
JIMAarHOCTHIIMPaHE U HEMAarHOCTUIIMPAHE U HEJICUSHHE C IMOCIIEABAIUTE OT TOBA ICUXOJIOTHYECKU U
31paBHH [OCISLCTBHSL .

Iloren Tecr:

Nupuxanus: [loteH TecT MOXe Ja ce Ha3HAUM B CIy4aWTe, KOTaTO BH3PACTEH MMa MPU3HALU H
CUMIITOMH Ha MYKOBHUCIIHJI03a W/MJIM WMa OJM3BK POJHHWHA, KOHTO € OWJ JMAarHOCTUITUPAH C
KrcTo3Ha (pudpo3a. Te3u nmpusHaIy MoraT J1a BKIFOYBAT:

e XpPOHMYHA KallIMLA C OTAEJSHE Ha I'bCTA, JIETIKaBa Ciy3 (MOHSAKOIa U KPbB)

e TOBTapsALIM C€ WIM NEPCUCTUPALIM (IPOXBIKUTEIHN) HH(EKINN Ha IUXATEJHUTE IBTULIA,
KaTo HaIpUMep XPOHUYEH OPOHXMUT WM PELUANBUPALIN THEBMOHUHT

e peuuAMBHpAIM MHPEKIUH HA CUHYCUTE WIM Ha3aJHA KOHI'€CTHUs, IPUUMHEHH OT IOJIMIIU B
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HOca
peuuauBUpalia KopeMHa 00sKa Ui JuckoMdopT
XPOHUYHA JUAPHS WIHM OTJACIISTHETO Ha MAa3HU M3MPAXKHEHUS ChC 3JI0BOHHA MUPH3Ma
3ary0a Ha TEerJIo WiM HeI0XPaHBAHE;
XHUITOTPOTEHHEMHUS
0e3moue Npu MbKe — a300CIepMus
acTeHUYEeH XaObHTyc U 3a0aBsHE B CEKCYaJIHOTO pPa3BUTHE.
4epHOAPOOHa LIUPO3a C MOPTAIHA XUIEPTOHUS.
3axapeH quaber, mpuapyXeH ¢ 6eI0IpOoOHY OIIaKBaHUSI.
[Tankpearutu.

e [Ipbctu Tun "bapabanuu nanku".
Pesyararu: Konuentpauus Ha XJopuad B NOT paBHO M Hag 60 mmol/L — pesynararsT e
MOKAa3aTeJIeH 3a MyKOBUCIHUA03a. KoHmeHTpamus Ha xiopuau B 1nor mox 30 mmol/L —
MYKOBHUCIIM103a € MaJIKO BeposiTHA. [Ipu ycTaHOBABaHE HAa MEXAMHHU CTOMHOCTH 3a KOHLIEHTPALHS
Ha xyiopugu B moT 30-59 mmol/L crmeaBa ga ce koMOMHMpa C TEHETUYHO W (DYHKIIMOHAIHO
nscnensane Ha CFTR. To3u noaxon yBenudaBa BepoOSITHOCTTA 32 UACHTU(GHUIMPAHE HA JIMLA, KOUTO
UMaT PUCK OT Pa3BUTHE HAa MYKOBHMCIIMJI03a WJIM MMaT TakaBa, C KOETO CE I03BOJISIBAa IO-paHHA
TepareBTUYHA UHTEPBEHIIMS M NPOMSIHA Ha TpeakTopusaTa Ha OosectTa. [Ipu oTpuLaTeseH Tect, HO
BHCOKA CTEIICH Ha OCTABAI0 CbMHEHUE, TCHETHYHOTO H3CIICIBAHE MAK ¢ [TOKa3aHo .,
I'enernuno m3ciaeasade: Myranuute Ha CFTR ce pasgenar Ha miect Kiaca, ONpeNeNeHH OT
cnenu(uIHA JeQeKTH B CHHTE3a, Tpaduka, pyHKIUATA HIH crabunnocrral. Msnonseanero na
reHetuuHu  u3cnenBanus Ha CFTR  3a  guarHocTuiypaHe Ha MYyKOBHMCLHUAO3a H3MCKBa
UACHTU(UIMPAHUTE MYTALlMU J]a UMAT JO0Ka3aHa BPb3Ka ChC 3a00isBaHeTo. JleMoHcTpanusaTa Ha 2
UH-TPaHC MYTallUd, 3a KOMTO C€ 3Hae, Y€ BHMHArM BOJAT 10 MYKOBHCLHJO03a, € JOCTaThbUHO
nokazatenctBo Ha auchyHkuuss CFTR. Akxo e u3BecTHO, 4e HAEHTU(UUMpAHUTE MYyTallMH ca
CBBP3aHU C HEMOCTOSIHHU PE3YJITaTH, WM UMAT HEU3BECTHA BPB3Ka, IPU KOATO T€HOTUITBT HE MOXKE
na JoBene 10 (peHOTUIl Ha MYKOBHMCLNI03a, Apyru uicieaBanus Ha ¢yHkuusta CFTR morar na
nomorHat™,

3. Jleuenme

Jleuennero Ha kucro3Ha (udbposza ¢ 6enoapoduu mposisu (MKB E84.0) e e necno. llenure Ha
JICUEHHETO ca JOCTHraHe Ha IMO-IBJIroTpaifHa peMHcHs, HOJAbpKaHe Ha jJo0pa OenoapoOHa
GyHKIMS U MO-100p0 KauyecTBO Ha KHUBOT, 3a KOETO € HeoOXoauMa KOMIUIEKCHA, ABJITOTpaiHa U
eukacHa tepanus. [IpodunakTika Ha MporpecupaHeTo Ha O0eI0APOOHUTE YCIOKHEHHS C€ TOCTUTa
9ype3 OCHTYpsIBAHE Ha JOCTHII Ha BCHYKM TMAIMEHTH O paHHA TUAarHo3a W TEpamuy C JToKa3aHa
e(beKTI/IBHOCT[G] .

BaxHo 3HaUeHHe MMa BUCOKO KaJOPHUYCH XPAHUTEIICH PEXKUM-MIUHIMYM 5 XpaHEHUS B JCHOHOIIIHNE.
Hannunero Ha 0OEKTMBHUM KPUTEPHM 3a JMArHOCTUIMPAHE Ha XpaHUTENHA HEJOCTaThbYHOCT U
OTJIEJIHO OT TOBa Ha 0eNOAPOOHO ChCTOSTHUE, KAKTO U ChITIAaCYBAaHU IIJIAHOBE 3a JICUEHHE 33 BCAKA OT
Te3n JBe KOMIIOHEHTH I03BOJISIBAT 0-I00p0 HAGIIIOCHNE M HHIMBHIyaTHa oGpaTHa Bpb3Kal . 3a
TOBA JICYCHUETO Ha MAIMEHTH ¢ MyKOBHCIMI03a TPsiOBa J]a ce TMPOBEXKIAA OT MYJITHANCIUILTHHAPECH
eKHII.

lonsiMo 3HaueHHWe WMa AaHTUOMOTHYHATA TEparvs, BOJACHA OT MHUKPOOHOJIOTUYHHUTE PE3YNITaTH.
Tepanusita TpsiOBa 3aABDKUTEITHO JIa € ChOOpa3eHa ¢ aHTHOMOrpaMaTra Ha OPOHXHUAJIEH CEKPET, MO
BB3MOXHOCT B3€T Upe3 OPOHXOCKOIHS C MPOTEKTUPaHa YeTKa 3a U30sirBaHe Ha KPOC-KOHTaMUHAITUS
¢ opodapunreansa ¢iopa. CnekTbpbT Ha OAKTEPUATHHUTE MATOTCHH, CPEIIAlld Ce MPU KUCTO3HA
¢bubpo3a ¢ 6enoapoOHU MPOSIBY, C€ pa3LINpsBa MPe3 MOCISTHOTO JeceTulieTre. B 1onbiHeHne KbM
yCTaHOBEHUTE TaToreHu, kato Pseudomonas aeruginosa, Burkholderia cepacia u Staphylococcus
aureus, HOBH [ 'pam-oTpuniareanu HeepMeHTUpAIM OaKTepUd U HETYOEpKYJIO3HH MHUKOOAKTEpHU
ca NPUIOGHIN MO-TOISIMO KIMHUYHO 3HaueHuel . OT ToisiMo 3HaYeHHe ¢ JICUCHHETO Ha TAKUBA
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MAIMEeHTH J1a C€ BOAU B 3BEHA C KOMIIETEHTHOCT KbM 3a00JISIBAHETO, ChC CIICHUAIIHU MEKpU 32
IPOTUBOENHMIEMUYEH KOHTpoJl. BHuMarenHoto HaOmioneHue u JjedeHue Ha Pseudomonas
6enoapoOHa MH(EKIH, KAKTO U CerperausaTa Ha MalueHTy ¢ pa3inieHa MaluTpa OT MPUINHUTEIN
Ha MHDEKIWS M000PIBAT KIMHMYHKS PE3y/ITaT, KaKTo M Ipexmupsemoctral). Hosa mubekims ¢
Pseudomonas BHHAru ce JICKyBa, Thil KaTO HeleKyBaHa BHHArUB Xpornduimpal®. 3a epagukamms
Ha Pseudomonas ce moaxoxza ¢ 28 THU MHXAJIATOPEH TOOpaMULIMH, UIIH 10 3 Mecela MHXalaTOpeH
KOJIUCTHH C TiepopasieH HUIPO(IOKCAMH. 332 MAlMEeHTH ¢ XPOHWYHA MHQEKIHs ce MpeArnpreMa
IBITOTpaiiHa aHTUOAKTEpUAIHA Tepanus ¢ 28 THEBHO MHXAJIUpPaHe HAa TOOPaMUIMH MOCIEABAHO OT
28 nHM 1o4MBKa. AJNITEPHATUBU Ca MHXAJIATOPEH a3TPEOHAM, KaKTO M MHXAJIaTOPEH KOJINCTHUH.

IMos13BaHeTO HA JMXaTeIHA peXa0WJIMTAIMS C MOCTypaJieH APEHaX W JUPWKHUPaHa KalUIWLA,
KaKTO U JJPyTd METOJU Ha OPOHXHATHO OYUCTBAHE Ca C BUCOKA CTEIEH Ha npenopskal®,
MyxkoauTunu: EIUHCTBEHMST MYKOJIMTUYEH areHT, KOMTO € JoKa3al e(UKAcCHOCTTa CHU IpH
MYKOBHUCIM103a € AopHa3a anda. [IpoyuBanusTa nokassar nogodpenus B 6ennpodHara GyHKIUS U
HamalsiBaHe Ha OenogpoOHWTE eKk3auepOalu HE3aBHCHMO OT TEXecTTa Ha 3a00JsBaHETO.
Edexture 0T nedyeHHEeTo ce ry0sT, Koraro JIEYEHHETO c€ IpeKpaTH, 3aToBa € HEeoO0XOAMMO
JIBIIFOCPOYHA TIOUIBPIKALLA TEPAITHSL,

Xugparupama tepanusi: J[UxaTeJHUTE IBTUINA IPU MYKOBHUCLMJO03a C€ JIEXMIPATUPAT MOPAIH
KOETO, MOBBPXHOCTHATA XUIPATALIUS MOXKE J]a C€ OCBHIIECTBH C OCMOTHYHH areHTH. MeXaHn3MbT Ha
JeiicTBUEe ce pasiauyaBa OT TO3M Ha JlopHa3a ainda M JBaTa IOJAXOAAa ca JOIBJIBALMU Ce.
XUNEepTOHNYHUS Pa3TBOP HA HATPUEB XJIOPUJ KAaKTO W MAHHUTOJ Ca HAJMYHHM KATO MHXAJIAIIMOHHH
cpeactBa B EBpoma. J[oka3zaHO e, uye XUNEPTOHUUHUAT (uznosiorudeH pa3tBop (7%) HamaisBa
OenoapoOHUTE OOOCTPSHUS W HE3HAYUTETHO monoOpsiBa OemoxpoOHara ¢yHkums. W nBara
pa3TBOpa JIeHCTBAT KaTO UPUTAHTU U M3MUCKBAT MPEIBAPUTEIIHO TPETHpaHE ¢ OpPOHXOAMIATATOP U
ITbPBOHAYAIHO TECTBAHE 3 IOHOCHMOCTLY.,

AHTHOaKTepHaJHa Tepanusi: Bunosere MH(EKIMs NPy MYKOBUCIIMI03a MOTaT Jla ce pa3eisT Ha
0CTpa, MHTEPMUTEHTHA M XpOHHWYHA. Tepamusara ce BOAM Ha 0a3ara Ha NMPUYMHHUTENS U TOpHATA
kiIacudukanus. XpoHUYHaTa WHQEKLIUS U3UCKBA IABITOCPOYHO WHTEPMHUTEHTHO U aJITEPHUPALIO
MHXAIATOpHO JeueHne . JleueHne ¢ MAKPOJIH/IM € YMECTHO, BEPOSTHO IIOPai ABOHHMS eeKT KaTo
aHTHOAKTepUATHU U UMYHOMO/YJIMPALIH areHTH.

Besionpo6HO NpoTHBOBB3NAJMTEIHO JedeHue: Brucoku no3u nubynpodeH, ca nokasaau epexT B
1

HaMaJsIBAHETO Ha CKOpoCcTTa Ha 3aryda Ha OenoapoOHara q)yHKuI/IsI[ % nokaro Ipyru

IIPOTUBOBB3NAIUTENIHU ONIMU ca 0e3 J0KazaTesICTBeHa Oasa.

Bponxoaunararopu: OpoHXOAMIATATOpPHA Tepamus € TIOKa3aHa MpH Hajludue Ha oOpaTuma
OpoHXHMaTHA OOCTPYKIIHS, C 11T TOI00psIBaHE HA OPOHXHATHHS IPEHAXK.

CTFR wmoaynaropu: 3a BB3pacCTHM M Jiella Ha BB3pACT 6 TOAMHU M TMO-BB3PACTHH C
MYKOBHUCIIH/103a, IbJDKAIa C€ Ha TeUTUHT MyTauuu, pazmmdad oT G551D wimm R117H, ce npasu
yCIIOBHA Tpernophka 3a nedenne ¢ MBakadrop. Tesu ¢ ape xomust Ha F508del myranus, ce npaBu
CUJIHA TIpenopbka 3a jedenue ¢ Mpakadrop/JlymukadTop 3a Bb3pacTHH U Jielia Ha BB3pacT 12 u
noBeue roauau ¢ DEO1 mo-manko ot 90% oT nmpeaBUIeHOTO; U YCIOBHA MPEMOphKa 3a JICUCHHE C
Npakadrop/JlymukadTop 3a BB3pacTHH W jema Ha Bb3pacT 12 wim moseue romuau ¢ OEOI1,
HaJIBUIIIABAIIA A

Benoapodna tpancnianTtanus: 3a BB3pACTHH C KucTUyHA (ubposza, mpu kKouto OenoapolOHa
¢ynkuus PEO1 < 50% mnpenB. cinenBa Ja ce IUCKYyTUpa TpeakTopHsTa (€BONIONMATA) Ha
3a00JIIBaHETO U BB3MOXKHOCTTA 3a JIMCTUHT 3a 0enopoOHa TpaHCIlaHTalus. Te3u mauueHTu cien
TUCKyCHSTa, aKO TpaHCIUIAHTAlUATa C€ TpHeMe 3a OMIus, ClieBa Ja CE€ HacodaT KbM
CrienuaIu3upaH IEeHTHP 3a OLIEHKa 3a 0eoapoOHa TpchnnaHTaum[lzl.

MoHuTOpHpaHe Ha CBCTOSIHMETO: YEeCTOTa BEIHBXK Ha 3 Mecella M MNP CHMITOMATHYHO
oboctpsine. O6em Mouutopum nerHocTH: OUJI+B/AT nmpu Bcska Buzuta. MUKpOOHOJIOTHS TIPH
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Besika Bu3uTa. OIEHKa Ha CTaTyC M MHXAJaTOpHA TEXHUKA MPHU BCiKa Bu3uTa. PentreHorpadus Ha
Topakc 1 mpT romumHO + mpu Hyxkaa 3aeqHo ¢ CT. CkpuHuHr 3a 1nuaber, MaHKPeaTur,
0CTeonopo3a, YepHoApoOHa creaTo3a/muposa, ' EP/], koncTumanus. ThpceHe HA MeAMKAMEHTO3HA
TOKCHUYHOCT.

Kucioponorepanuss ¥ HeMHBasuBHA BeHTHIauus: Kucinopoporepanusita Npu MNalMEHTHTE C
MYKOBHCIIH/103a [IOCTUIa 3HAUMMa PEAYKLUS Ha CUMIITOMUTE U BOJU JI0 IICUXUYECKO CIIOKONCTBHUE,
HO JBITOCPOYHH €(QEeKTH BbPXY NPEKUBAEMOCTTa JIMIICBAT 34 HUCKOACOUTHHUTE OIUH.
XuriepbapHaTa OKCHUTCHAIMS WMa NyONHMKauu, dYe TMoAoOpsBa OakTepualHaTa epajauKaius
CHbBMECTHO C MOJXOSII0 aHTHOAKTEPUAITHO neuerne™. Ponsta Ha HenHBasMBHATA BeHTHIALS B
X07la Ha 3a00JIIBAHETO BCE OLIEC YaCTHYHO MPUHAICKU KbM ,,cuBaTa’” (HEAOKa3aHa) TepareBTUYHA
uHTepBeHIMs. Bebpmoct NIV Hail- decTo ce wM3moii3Ba KaTro MOCT KbM  0ernojpoOHa
TpaHCHJIaHTaHI/ISI[M], 3ami0To € e)eKTHBHA TEXHUKA 33 CAaHWPAaHE Ha TUXATEIHUTE IMBTHINA U € TI0-
n00Bp OT HHCKO-IeOUTHATa KHCIOPOJHA Tepamusi 3a JieUeHHWE Ha HOIL[HA XHUIEepKalHUYHA
pecrupaTropHa HeJJOCTaThYHOCT. BB3/eiicTBuETO BhpXY OenoapoOHUTE eK3anepOariy, IporpecusTa
Ha MYKOBHCLIH03aTa ¥ (PU3UYECKHS KamaluTeT 3a yIpakHaBaHe oT npuiaradeto Ha NIV e HescHo,
TBH KaTO BCE OILIE JIMICBAT ABJITOCPOYHH PAHIOMHU3HPAHU KOHTPOJIMPAHH HpquBaHI/m[M]. NIV
obadye € HaJIeXKIHO JIeUEHHWE Ha OCTpa PECIHUpaToOpHa HEIOCTATHYHOCT MpPH MYKOBUCIHUIO34,
n30STBallKM HEOOXOJMMOCTTa OT WHBAa3WBHA MEXaHMYHA BEHTWJIALUS M ACOUMUPAHUTE CEPUO3HH
YCIIOKHEHUSL.

JleyeHue Ha 0e10APOOHU YCI0KHEHHS: THEBMOTOPAKC, XEMOIITOE, IUXaTelTHA HEOCTAThYHOCT Ce
JIEKyBaT CbOOpA3HO CTaHJapTa 3a JEUEHUE Ha T€3U ChCTOSHHUS.

MynTUAMCUMITTHNHAPHUS €KHUII, TPAOBA Ja UMa M YWIEH C YMEHHUS 3a CIpaBsHE C MCUXOCOIUAIHU U
€MOITMOHAIIHU MTPOOJIEMH, Bh3HUKBAIIIXA YECTO MPHU BH3PACTHUTE MAIMEHTH C MYKOBUCIIH03A.

VI. ©AIMOITATUYHA BEJIOJAPOBHA ®UBPO3A

1. BbBeaenmue:

HNauonaruunara Oenogpodna ¢udpo3a (IPF) e cnemuduuna dopma Ha XpoHMUHA,
nporpecupaia, ¢ubOpo3upama WHTEPCTUIMATHA IMHEBMOHHUS C HEW3BECTHA TNPUYMHA,
BB3HUKBAIA NPH BB3PACTHU MAIMEHTU. PEHTIeHOBUTE W/WIM XHUCTOMATOJOTUYHU MOJENH
OTroBapsAT Ha OOMKHOBEHA MHTEpCTUIIMANIHA MTHEBMOHUS PbkoBoacTBa 012011, 2015 1 2018r.
aKTyalu3upaT MpernopbKM OTHOCHO AMAarHOCTHKAaTa M JieueHHero Ha mnauueHtn c [PF.
TepmunbsTr UIP (0OMKHOBEHa WHTepCTHLIMAIHA ITHEBMOHHS) C€ OTHAci [0 Hajludye Ha
paguonoruunu ( HRCT) u xucTojormyHu mposiBM Ha wauMomatuyHa OenoapoOHa (ubposa.
TpsioBa na ce oroenexu, ye moaensT UIP He e cienmduder u Moxe aa Ob/ie BUISH MPU IPYTH
CBCTOSIHUS KaTO 3a00JIsIBAaHNS Ha CheIMHUTENHATA ThKaH, a30ecTo3a u JIp.

Enunemuonorusi. Yecrorata Ha IPF Bapupa mexay 6-14/100,000, HO Moke J1a TOCTUTHE U J10
175/100000, mpu marmenTu >75 ronguan. Cpema ce mo-uecto nmpu Mbxke. CpegHaTa Bb3pacT Ha
MposiBa Ha 3a0omsBaHeTo € 66 roguau. ®amunHaTta popma e 1oOpe mo3HaTa U ONMKcaHa, HO Ce
cpera psaKo.

2. Tlartorene3a u Ilatodusuosorus. J[o ckopo ce cuuTaiie , 4¢ OCHOBEH MaTOTCHETUYEH
(dakTOop, CTOAII B OCHOBAaTa Ha Pa3BUTHETO Ha 3a00JIIBAaHETO € XPOHUYHOTO Bh3MajeHue. Ta3u
Teopus Oe OCTIOpeHa B CBETJIMHATA HA MHOTO HAOJIOJCHMS, KOUTO MOKA3axXa, ue Bh3MaJICHHETO
HE € OCHOBHa OTJIMYMTETHA uYepTa Ha TNATOJOTMYHMS TIPOIeEC M dYe OTrOBOPHT Ha
,,[IPOTUBOBB3MAIUTEIHOTO JICYCHUE ChC CTPOMIAU € Joml. AJITepHAaTUBHA W HACKOPO
(dhaBopusHpaHa TEOpHUs € Ta3u, CBbp3aHa C XPOHUYHA, IMOBTAPSIIA CE aJIBEOJapHa CIUTEIHATHA
yBpeAa BoJella JUPEKTHO [0 MATOJOTUYHHU MPOIECH HAa BBH3CTAHOBSIBAHE C AKTHUBUpAHE Ha
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ME3EHXMMHH KJIETKU U Qopmupane Ha ¢uOpodbmacTHu U MHOPUOpoOIacTHH (POKycH, KOUTO
CeKTepHUpaT €KCLUECUBHO EKCTpaledyJapeH MaTpUKC U MpeAr BCHYKO KoJareHu. MexaHu3smbT
Ha yBpekJaHe Ha Oenus qpo0 ocTaBa Hew3BecTeH. VI3BeCTHH TpUTEPH BKIIOYBAT MHXAJIAIUATA
Ha METaJIeH U IbPBECEH IpaX, TIOTIOHOMYIIeHe, racTpoecodareanen peduyke. Baxkna pons B
pa3BuUTHETO Ha GuOpo3aTa MOKE J1a Urpae MPOAYKIHUATA HAa LUTOKUHU (HAIp. MHXHOUTOPH HA
aKTUBaTOpa Ha IUIA3MUHOTEHAa, MATPUKCHUTE METAJIIpPOTEeUHa3u, TapaHChHOpMUPAIIUAT
pactexxeH (akTop — 6eTa) OT aIBEONAPHUTE CMUTEIHU KICTKU. | eHeTHYHH (haKTOpH U3IIIekKaa
MMaT BakHa poOJisi B TaToreHe3ara Ha ¢Quoposara , manp. MUCSB u ELMOD2 renHu
NOTUMOP(PHU3MH U MyTallUX Ha TeJloMepasara.

3. KIHMHMYHH CHMIITOMH

Tunu4aoTO IMMPEACTAaBAHC BKIIKOYBA IIOCTCIICHHO HAYAJIO, 3aAyX MW KallJlMla IIpU YCHUIIHUC.
Hepnomﬂ OT Ha4YaJIOTO Ha CHUMIITOMHUTC OO0 KJIMHHWYHATa IIpOosABa Ha 3a00/IIBaHETO CE
H3YHCiIsIBa Ha 9 Mecena. 5% ot OIMIaMCHTUTC HEC CIIOACIIAT 3a CMMIITOMH, KaTO € BBb3MOXKHO
TOBa J1a € B pC3yJITaT HA HEAOCTATbYHATA UM CY6GKTI/IBH21 onecHka. OU3HUKAIHOTO M3CICIBAHE
MOKC 1a YCTAaHOBH :

(] ®unHU 6Mba3aTHU KBCHU UHCITUPATOPHU XPUIIOBE

(] Tlpomenu Ha (QaynaHrure Ha pbleTe MO THUMa Ha OapabaHHU MAIKU U HOKTH THUI
YaCOBHUKOBO CTHKJIIO

(1 IlmaHo3a W KIMHUYHU OeJie3d Ha IyJMOHAJIHA XWIICPTOHHMS TpPU HAlpelIBaHE Ha
3a00JIIBAHETO.

4. JluarHo3sa:

1 JlabopaTopHu M3cjeABaHMs : MoraT na ce ycraHoBAT yBenudeHun CYE, CRP , nexa
aHemusi , jeko nmo3utuBHU RF w/mmum ANA npu sunca Ha MOZJIEXKAIIO0 CHCTEMHO
3a00J51BaHe HA ChEIMHUTENHATA THKAH.

" (MYHKIUOHAJHO H3CJIeABaHe HA JAWIIAHETO. TWUMHYEH PECTPUKTUBEH MOJENT Ha
BEHTHJIATOPHA HEAOCTAaThYHOCT ¢ NoHmwkeH BK u Hapymenue B TpaHcmopTa Ha
KpBbBHHTE Ta30Be, O2 carypanusTa € 00M4aitHO peaylpaHa , B YaCTHOCT MPH YCHUITHE,
W3CIIE/IBAHETO HA apTepUATHU KPBBHU ra30BE€ MOKE J1a TOKAKE HAJMYME HA AMXaTelHa
HEJ0CTaThYHOCT.

- Topaxaana pentrerHorpadus : nepudepHr U 0a3aIHH PETUKYTApPHU 3aCEHYBAHUS |,
MOHSIKOTa MOTAaT J1a ObCcaT 3aceTHATH W APYTH 30HU, HAJTMYHE Ha TIPOMEHHU THII ,,[TYeTHA
MUTa*; B peIKU CIIy4ad HOpMaaHa peHTreHorpadus

- HRCT wmopen BrirouBamy OmiaTepaadu, MepudepHu W CyOIUICBpaTHH PETUKYIAPHU
3aceHYBaHUs, C IPOMEHH THII ITYEJTHA MHUTA, TPAKIIMOHHU OPOHXHEKTAa3HMH, IPOMSHA B
apXUTEKTOHMKAaTa W MUHUMAJIHU WM JIMIICBAIIM TNPOMEHH THII ,,MaTOBO CTBKJIO™.
[IpenqumHaO 0a3alHO aHTaXXMpaHE IO-W3PA3e€HO TMPH HANpeaBaHE Ha 3a00JSBAHETO.
Crenenta Ha CT mnpomMeHH Kopenupa ¢ MNAaTO(QU3MOIOTHYHOTO YBPEKIAHE.
JIOMUHHPAIIOTO HAIWYKME HAa TIPOMEHU THUI MaTOBO CTHKIIO MpEIIoiara HaTHIueTo Ha
6enoapoOHa ¢ubposa, pasnuuna ot IPF u usuckBa oOmmucisHeTo Ha OenoapoOHa
ouomncus.

- BAL psiako HOcH mosne3Ha WH(pOpMalus U HE C€ M3MCKBA KaTO PYTHHHO M3CIEABaHE
npu manueHTu ¢ IPF. PesynaTatuTe TUNMUYHO MOKa3BaT HAMYUE HA HEYTPODUIHUS , &
MOHSAKOTa U Jieka eo3uHo(puims. MapkaHTHa €03MHOPHITUS
>20% u mumdoruTo3a >50% ce aconuupar ¢ aNTepHaTHBHA TUarHO3a
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. Bemoapodona omoncus (mocpeacteoM VATS mim TOpakoTOMHs ) C€ HajaraT Ipu
CBbMHUTEITHA THarHo3a

"1 Tpancropakamna EXOKI' e noka3zana npu cejJeKTUpPaHU MAlMEHTH C OIJIEe] OLICHKa
Ha PAP

Xucrosornyno uszciaenasane . UIP e monen Ha ¢pubpo3a XxapakTepusupani ce ¢ TeMIOpaIHa U
CenTallHa XETePOreHHOCT, YYacThIM C aKTUBHU (UOpOOIACTHU (OKYCH, pa3smpbCHATH CPE
YUYaCTBIU OT yBpeleHa CTPYKTypa THII ,,lTYEIIHA THTA", OTPa3sBalll XPOHUYHO YBPEKIAHE U
y4acThLM OT HOpMasiHa 0enopoOHa ThKaH , Pa3IMYHM CTaJWU OT EBOJIOLUATA HA Mporpeca
Ha 3a00JIIBAHETO B PA3JIMYHU YYacThIM Ha Oenmust npod. MHTEepCTUIMATHOTO Bh3NAICHHE €
MUHUMaTHO. HamnyHau ca choOmeHUs 3a JUCKYTaOWIIHM Cllydad WM pPa3MHHABAHE B
CTaHOBHUIIIATa HAa MATOJO3UTE OTHOCHO HanuuumeTro Ha mojaen Ha UIP B marepuanmute ot
6enoapoOHa Ouoricusi, KaTo B TaKMBa CIy4ad Ce€ MPEMOpbhYBa MOCTABIHETO HA JHarHo3ara Jia
CTaBa clie]] KIIMHUYHO, PAJMOIOTMYHO M XHCTOJIIOTUYHO 00CHKIaHE.

Jluarno3aTa MOXXe ChC CHTYPHOCT Jla OBJIe IMOCTaBeHA B IMO-TOJIIMATa 4acT OT CIydauTe Ha
Oazara Ha KiuHUYHUTEe ganHuTe u  ganHute or HRCT. Ha T1abn.l ca mnokaszanu
peHTreHosornuHuTe xapakrepuctuku Ha IPF (2). BenonpoOnaTta Ouorcus He ce IpernopbyBa
npu nanuentu ¢ KiuandHd 1 HRCT nannu 3a IPF, HO Moke ma Obae cpeacTBo Ha U300p mpu
HaJIMYME HA HETUIUYHO MPEJACTaBsSHE (HANp. NPEIOMHHAHTHO HAJIMYME HA IPOMEHH THII
,,MaTOBO CTBKJIO* , HOMYJIHM, KOHCOJIMJAINH, aHTaKupane Ha ropHuTe Jo6oBe Ha HRCT, mmaga
BB3pact) [Ipu HeoOXxoauMocT OuomcusATa MOXe Ja ObJe ochlecTBeHa B xoaa Ha VATS nmu
TopakoTomusi. TpaHcOpoHXHMaTHa OWOIICHS HE C€ TPENnophYBa, Th KAaTO MaTepUaIbT OT
mpobaTa 4ecTo € HeoCTaTh4eH U HenHpOopMaTUBEH.(2)

Taom. 1.
uip Probable UIP Indeterminate for UIP Alternative Diagnosis
Subpleural and basal Subpleural and basal Subpleural and basal predominant ~ Findings suggestive of another
predominant; distribution is predominant, SR ) diagnosis, including:
often heterogeneous* distribution is often Subtle reticulation; may have mild ~§ ~7 oot o
heterogeneous GGO or distortion (“early UIP
pattern”) ° Cysts .
Honeycombing with or without  Reticular pattern with peripheral o ¢ Marked mosaic
peripheral traction traction bronchiectasis or ~ CT features and/or distribution of attenuation
bronchiectasis or bronchiolectasis lung fibrosis that do not suggest ° Predominant GGO
bronchiolectasis’ any specific etiology (*truly ° Profuse micronodules

May have mild GGO

indeterminate for UIP”) © Centrilobular nodules

° Nodules
° Consolidation

¢ Predominant distribution:
° Peribronchovascular
© Perilymphatic
© Upper or mid-lung

o Other:

° Pleural plaques (consider
asbestosis)

° Dilated esophagus
(consider CTD)

° Distal clavicular erosions
(consider RA)

° Extensive lymph node
enlargement (consider
other etiologies)

° Pleural effusions, pleural 5
thickening (consider
CTD/drugs)




JAnarnoctuunu kpurepuu 3a IPF
1. W3xmrouBane Ha Apyru u3BecTHH npudwam 3a [LD ( Hanp. nmpodecrnoHaiHa ekcro3unus Ha
BPEIHOCTH Ha OKOJIHATA Cpefia, CUCTEMHHU 3a00IsIBaHMsI, MEJUKaMEHTO3Ha TOKCUYHOCT U JIp.)
2. Hanmuuero na HRCT monen na UIP
3. Cneunduunn komOuHaruu ot Mmozaendn Ha HRCT ©w XHCTONATOJIOTMYHHM MOJEIH IIPH
MAIMEeHTH, [TOJUI0KEHN Ha OenoapoOHa Ouorncusl.
[TaruenTu cve cbmHueHue 3a IPF mbpBoHauanHo ce oueHaBar 3a UASHTUGUIUPYEMH IPUYUHU 32
UHTEPCTUIIMAIHO OenoapoOHo 3adomnsBane (ILD), karo HampuMep BhTPENIHA U MPOPECHOHATHA
€KCIIO3UIIUsl Ha BpeIHU (PaKTOpU Ha OKOJHATa cpena, 00JIECTH Ha CheAUMHHUTENHATa ThKaH WIH
JIEKapCTBEHAa TOKCMYHOCT. AKO MMa MOoTeHIMalHa npuynHa 3a ILD, nanueHTsT ce nojuara Ha
no-3a/1b1004€Ha OILIEHKa 3a TMOTBbPXKIAaBaHE WJIM U3KIIOUBAHE HA XHUIIEPCEH3UTHBEH
ITHEBMOHHT, OOJECT Ha ChEAMHHUTETHATA THhKAH, MHEBMOKOHMO3a W STPOTCHHU TNPUIHHH
(Hamp.1ekapcTBeHa TOKCUYHOCT U paJuaius). AKO He € OChIlecTBeHa crielndruyHa Auarto3aTa
WK HsAMa HISHTU(UIMpaHa MOTeHIMATHA npuanHa 3a [ILD, ciex ToBa KIMHUYHATA HAXO0JKa U
HRCT ce pa3sraexaar no BpemMe Ha MyJTHAUCHUIIIMHAPHA JUCKYCHS KOSTO a YCTAHOBU WJIU
na u3kiroun guarnosara IPF
IPF ce pmarHoctunupa, ako € Ha Jnune komOuHauusa ot wmonxenu Ha HRCT wu
XUCTOMATOJIOTHIHH Mojenu. (2). Tabn.2
JAudepeHnuaHa 1uar1o3a
] JleBocTpaHHa Cbple4YHAa HeaocTaThYHOCT (decta knuHuyHa JIJ] rpemka npu IPF,
KaTo Ha MallMeHTUTE YECTO CE€ Ha3HAYaBaT IUYPETHIIH.
(] ®dudpornyHa HecnienupuIHa HHTEepCcTHIHATIHA (puOpo3a nim apyra ILD
[] Azbecro3a
() CheAMHUTEJIHO-THKAHHO 3a0ojsiBaHe (MOXX€ Jla WMa TMOAOOHU KIUHUYHU H
paaroIoruyHu npoMeHu ¢ mozaen Ha UIP.
() XpoHUYHA XUINPCEH3UTHBHA MHEBMOHMS (TI0J03Mpa ce MPU THUIIHYHO aHTAKUpaHEe
Ha TOPHWUS/M CPEIHUS JISUT , MUKPOHOIYJIAPHU , IPOMEHH THIT ,,MaTOBO CTHKJIO 30HU C
HamayeHa mpo3padyHocT, BAL ¢ numdouutHo mpencraBsHe, HEYECTO , HO MOXE Ja
Ob1e cBbp3ana ¢ mojen Ha UIP
() XpOHHYHA CAPKONA032
[] JlekapcTBeHO HHIYIUPAHU POMEHU

Taba. 2 Iuarno3a IPF (2)

Histopathology pattern

Indeterminate for Alternative

Piobofe Ue P diagnosis

IPF IPF Non-IPF dx

Probable UIP IPF IPF IPF (Likely)™ Non-IPF dx

HRCT

pattern '"mg‘m IPF IPF (Likely)** W Non-IPF dx

Alternative IPF (Likely)* _ : |
diagnosis Inon-PF dx Non-IPF dx Non-{PF dx Non-[PF dx




5. Jleuenne:
Jleuenuero Ha IPF ce 0asmpa nHa npenopbkure Ha ATS/ERS/JRS/ALAT statement:
Idiopathic pulmonary fibrosis. Am J Respir Crit Care Med 2011 (1)
Jleyenne Ha nauuenTure ¢ IPF ¢ anTukoary/ant
[IpenopbuBa ce Ha KJIMHUYHUTE CIIEUUANMCTU J1a HE M3MOJ3BAT aHTHUKoaryiamus ¢ warfarin
npu nauuentu ¢ IPF, kouTo HAMaT Apyro U3BECTHO MOKa3aHME 3a U3IIOJI3BAHETO MY (CHJIHA
Mpernopbka MPOTUB, HUCKA YBEPEHOCT B OIICHKaTa Ha e(heKTa).
O0ocHOBKA U cbOOpaskeHUs NPH NMPHUJIaraHeTo. Tazyu npernopbka OT/aBa royiiMO 3HAU4E€HUE
Ha TakvBa MOTEHLUAIHU HEXEJTaHW CTpaHW4YHH edekTH, kaTo cMbpT. Cropen akTyalHUTe
npenopbku 3a jedeHue Ha [PF (1) noBMILIEHMAT PUCK OT CMBPTHOCT Hajlara CHJIHATa
Mpernopbka NPOTUB U3MOJI3BAaHETO Ha nepopaieH warfarin karo nedenue Ha IPF npu maunentu
¢ IPF. Ta3u mpemopbka ce oTHacCs caMo 3a IepopalieH warfarin ¢ TpUIIeTHH CTOMHOCTH Ha
MEXAYHApOAHOTE HOpManu3upaHo orHomeHue ot 2,0-3,0 u He BKJIIOYBaA ymorpebara Ha
JpYTH aHTUKOAryJaHTH 3a APYTU MOKa3aHus. [lanmenTure, KOUTO UMAT JPYro W/WIH U3BECTHO
MOKa3aHWE 3a aHTUKOAryjalus, KaTo BEHO3Ha TpoMOoeMOonuyHa OO0JIeCT WM MPEACHPAHO
MBKJCHE, TpAOBa Ja Cla3BaT HACOKHUTE 3a JICUCHHE Ha Te3W 3a00JSIBaHHUS HE3aBHCHUMO OT
ocHoBHaTa uMm guaruosa IPF.
Jleuenue Ha nauuenture ¢ IPF ¢ Imatinib
Imatinib e moreHManen uHXUOUTOP Ha OemompoOHaTa (hubpobdiacTHA- MUOPUOpoOIaACTHA
nudepeHnranus u npoiaudepanus, KakTo ¥ KaTo UHXUOUTOpP Ha U3BBHKIIEThYHATA MATPUKCHA
npoxykius upe3 maxubOupane Ha PDGF u TpancopmupaHe Ha CHTHAJUTE HA PACTEKEH
dakTop- B.
IIpenopbyBa ce Ha KIIMHMYHHUTE CHENMAJINCTH 2 He M3MO0J3BaT imatinib npu nanmenTn
¢ IPF (cniHa npenopbKa, CpeiHa YBEePEHOCT B OLICHKATA Ha edeKTa).
O0ocHoBKa M cboOpaxkeHusi npu mnpuiaaradHero. Cropen axTyadHUTE MPEHOPbKU 3a
nedenue Ha [PF (1) Imatinib e cpaBHUTENHO CKBIO JEKAPCTBO O€3 aKTyallHU JOKa3aTelCTBa 3a
nom3a npu nanuenture ¢ IPF 3a mpemoTBpaTsiBaHe Ha mporpecusita Ha 3a00JSBAaHETO WU
CMBPTHOCTTA. B KOHTEKCTa Ha JIMIICa HAa KIMHUYHA I10J13a, Ta3W IPENOpbKa OTJaBa roJIsIMO
3HAYEHHUE HA HEXEJIAHUTE ChOUTHS U Pa3X0JUTe 3a JICUEHUETO.
Jleuenue Ha manuenture ¢ IPF ¢ xomOmHammus or Prednisone, Azathioprine m N-
Acetylcysteine
Jlo ckopo e O6una mpuera Te3aTa, 4Ye UMyHHAaTa cynpecHs € BaxkHa 3a jedeHuero Ha IPF (1).
[Ipenmosnara ce , 4e pexuM C JBE JEKapCTBa, BKIIOYBAI ITIOKOKOPTUKOUIU ¢ JO0OaBSHE Ha
azathioprine umu cyclophosphamide moxe na uma mo-go0bBp e€deKkT OT CaMOCTOSTETHOTO
MPUIIOKEHUE Ha TIIIOKOKOPTUKOUIH (1).
IIpenoppyBa ce Ha KIMHUYHHUTE CHEHHAJMCTH /1a He U3M0JI3BAT KOMOMHMPaHa Tepanus
¢ N-acetylcysteine, azathioprine, u prednisone npu nauuentu ¢ IPF (cuiiHa npenopbka,
HHMCKA YBEPEHOCT B OLICHKATA HA e()eKTa)
O0ocHOBKa M cboOpaxeHusi npu npujaranero. Cropex axkTyaaHUTE IPENOPBKH 3a
neuenue Ha IPF (1), Ta3u npenopbka ce 6a3upa Ha pe3yiATaTUTE OT €IHO OTJEIHO MPOYYBAHE,
KOETO € OWJI0O TNpeXJIEBPEMEHHO MPEKPAaTeHO IOpaau OMAaCHOCT OT YBpekaaHus . Tasu
IpernopbKa OT/AaBa TOJIIMO 3HAYCHHE Ha MOTCHUUAIHUTE HEXeTaHW e(peKTH OT JICUEHHETO.
Excneprure cunrar, ye Ta3u npenopbKa ce oTHaca camo a0 nanueHtute ¢ IPF, nekyBanu c
7103a Ha JIEKapCTBEHUTE MPOJYKTH, U3IOI3BaHU B IIPOYYBAHETO, U HE € 3aJBbJDKUTEIHO Ja Ce
reHepanusupa 3a Jpyru GopMu Ha MHTEpCTHIMaTHA OenopoOoHa 0oJiecT WK APYrU J03U Ha
M3MHUTBAHUTE JeKapcTBa. He € mocTUrHar KOHCEHCYC KakBO € MOBEJEHUETO NPH MALMEHTH C
IPF, momy4aBamnu abJrocpoyHa KOMOMHWpaHa Tepamnusi ¢ AoOpa moHocuMocT. [lpu TakuBa
0OCTOSITENICTBA, C€ MPENnopbyBa JIKapsT Ja MpoBeae MHPpOpMUpaHa AUCKYCHS ¢ KOHKPETHHUS
MAIUEHT, C Led Ja ce 00ChIAT MOTEHIMATHUTE BPEAM OT JICUCHHETO U J1a Ce B3eMaT IMpeIBUT
IIPUOPUTETUTE W NPEANOYMTAHUATA HA MalMeHTa. Bbopeku npeau3BHKaTeNICTBaTa IIpU
OmnpeleissHE Ha I0d3aTa 3a OTIACIHUTE NAlUEHTH, C TEe3H, KOWTO C€a OTrOBOPWIM Ha
KOMOWHUpaHaTa Tepanus, M3TJIeKaa YMECTHO Jia ce Ipepasriiefia TOYHOCTTAa Ha JUarHo3ara
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IPF u na ce B3eMat mpenBu APYyru Mpolecu Ha 3a00JIIBaHETO, KOUTO MOXKE J1a OTTOBOPST IO-
no0pe Ha ToBa JIeYCHHUE.

Jleuenne Ha nmamueHtutre ¢ IPF ¢ Ambrisentan, cejleKTHBeH €HI0TeJIMH- peleNTOPeH
AHTArOHHUCT

IIpenopbuBa ce Ha KIMHUYHUTE CHENUAJIUCTH Ja He H3Noa3Bar ambrisentan,
CeJIeKTHBEH eH/0TeJINH-peleNTOPeH aHTaroHucT, npu nanuentn ¢ IPF, HezaBucumo ot
HAJIMYUETO UJIM JIMIICATA HA 0eJI0APO0OHA XHUIIePTOHMS (CHJIHA NMPeNnopPbKa NPOTHB, HUCKA
YBEePEeHOCT B OLleHKATa Ha edeKkTa)

Ob6ocHOBKa H cboOpaskeHusi npu mnpujaranero. Cropej akTyaJlHUTE MPENnopbKU 3a
neuenue Ha IPF (1) He ce mpenopbuBa M3moia3BaHeTo Ha ambrisentan mpu namnuentu ¢ [PF,
KOUTO MMAaT Hpu3Hauu Ha OenoapobHa xunepronusa. Ha mauuentute ¢ IPF, kouto nmpuemar
ambrisentan, ce npenoppuBa Ja NPEKpaTAT JICUCHUETO, UMAaHKU IPEBU] JIUIICATa HAa 1033 U
MOTEHIIUATHUTE CTPAHUYHU €(PEeKTH.

Jleuenue Ha naunenTH ¢ IPF ¢ Nintedanib, nHxudurop Ha THPO3UH KHHAa3aTa.

Nintedanib € BBTpeKJIIEThYEH HWHXHUOMTOP Ha HIKOJIKO THPO3MHKHWHA3M, HACOYEH KbM
MHOKECTBO PELENTOPU Ha PACTEeXKHUS (HAKTOP, BKIIOUUTEIHO ChAOBUS €HIOTEIEH PACTEKEH
dakrop, pubpobnacTHus pactexer dpakrop u PDGF.

IIpenopbyBa ce HA KIMHUYHHUTE CTIEUATUCTH 1a U3N0a3BaT nintedanib npu nauuenTu ¢
IPF (ycioBHa nmpenopbKa, CpeiHa YBEpPEeHOCT B OLleHKAaTa Ha edeKTa).

O0ocHOBKa W cboOpaxeHusi nmpu npujaranero. Cropen axkTyaJHUTE MPENOPBKHU 3a
neuenne Ha IPF (1) ce oTmaBa ronsmMo 3HaYeHHE Ha MOTEHIMAJIHATA Moji3a oT nintedanib 3a
BOXHUTE 32 MAI[UEHTUTE Pe3yNTaTH, KaTo Mporpecusi Ha 3a00JsiBaHETO, U3MEpPEHa ChC Claja
BbB ®BK, CMBPTHOCT , W MO-MaJIKO 3HAYEHME HA NOTECHUHUAIHO 3HAYMMHTE HEKEJIAHU
CbOUTHS U OYAKBAHUTE Pa3XxOAM Ha JICYCHUETO. 3a pa3iiuKa OT M0- CEJIEKTUBHUTE HHXUOUTOPH
Ha TUPO3MH KMHa3arta, nintedanib usrnexna uMma moa3u npu BakHUTE 3a nanueHture ¢ [PF
pe3yiaTatu, BIIPEKH e He € Omil HaOro/1aBaH 3HaYMTeNeH eeKT BbpXy o0I1aTta CMbPTHOCT.
IIpu Tepanusta ¢ nintedanib ce Hab01aBaT HAKOU YECTH HEXEJaHU ChbOUTHUS KaTo quapus, u
NalreHTuTe TpsioBa na ObAaT HH(GOPMHUPAHH 32 TOBA IIPU B3EMAHETO HA PELICHUE 3a JICUCHHE.
[Ipu neuyenue c c nintedanib He € MMalo MOBHILIABAHE HA CEPUO3HUTE HEXENAHU CHOUTHUS U
CPaBHUTEIHO MO-MAJIKO MAIIMEHTH Cca MPEKPaTHIIM IPUEMAHEeTO My TOpaJii HEKENaH! €PEeKTH.
He e n3BecTHO nanu TepaneBTUUHUTE MOJI3H 1€ CE€ PAa3InyaBaT MPHU MALUEHTUTE C MO-TEKKU
HapyleHus: B TecToBeTe 3a OenoapoOHa (QYHKUUS WIM HpU Te3H C JPYTrd ChI'BTCTBAIIM
3a0onaBaHus. Hskon OT manueHTUTe, ydacTBallM B KIMHUYHM HpOy4YBaHUsA, ca Owin
NAIMEeHTH ¢ AMarHo3a, yCTAaHOBEHA C KOMIIOTbpHA TOMOTpadus ¢ BUCOKA PE30IOLHNS, KOUTO
npenrnosiara Mojen Ha oOukHoBeHa uHTepcTunnaiia nueBMoHus (UIP) (u e o0o3HaueH karo
Mozen Ha “BepositHa UIP”), a He manuentu ¢ siced monen Ha UIP (T.e., 6€3 MOTBBpKACHHE 3a
OUIl ¢ xwupypruyHa OHOICHS MpPH MAIMEHTH, YUUTO PE3YITaTH OT KOMIIOTbhpHATA
ToMOrpadus C BHCOKa pE30JIIOLUS HE ca MoKasalu Mojen, oTroBapsn Ha sicia UIP). Ot
J0Ka3aTelcTBaTa HE Morar Ja Cc€ HampaBsT MpeAroJoXKEeHUs 3a ONTUMAalHaTta
IPOABIDKUTETHOCT HA TEpamusaTa, U HE € M3BECTHO KOJKO Tpae e(peKThT OT JECUYCHHETO C
TeKyIllaTa JeKapCTBEeHa Teparusl.

Jleenne Ha nanuenTure ¢ IPF ¢ Pirfenidone

Pirfenidone e nepopanen aHTU(UOPOTHYEH JIEKapCTBEH MPOAYKT C IUIEHOTPOIHO JeicTBHE.
Toit nokazaHo perynupa BaXHU TpOGUOPOTHUHHU U MPOBB3MNANIUTEIHNA IUTOKUHHY Kackalu UH
BuTpo (1), kKato B CHIIOTO Bpeme HamalsiBa (puOpobOracTHaTta mponudepalus U CHHTE3a Ha
KOJIareH B )KMBOTHHCKU MOJIelH Ha 6enoapoOHa ¢pubdbposa (1).

IIpenopbuyBa ce HA KIIMHUYHUTE CIIENMAJMCTH 1a u3noua3Bar pirfenidone npu nanmeHTn
¢ IPF (ycii0BHA npenopbKa, cpelHa YBEPEHOCT B OLIEHKATA HA edeKTa).

O0ocHoBKa M cboOpaxkeHusi npu npuiaaradHero. Cropen axkTyaaHUTE IPENOPBKU 3a

neyenue Ha IPF (1) mMa HOBM mokazarencTBa, MOpagd KOUTO TOBA JICUYCHUE € IMOIYYHIIO
yCIJIOBHA MpenopbKa. Tazu npenopbka OTAaBa rojsiMO 3HAUCHUE Ha MOTEHIMaTHATa MoJ3a Ha
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pirfenidone 3a BakHUTE 3a TAIMEHTUTE PE3YNITATH, KAaTO IPOTpPEecHsiTa Ha 3a00JIIBAHETO,
n3MepeHa cbc cnaga Ha ®BK M CMBPTHOCT , M MO-MAJIKO 3HAYECHHE HA IOTEHIMAIHO
3HAYUMUTE HEXeNaH!u epeKTH U pa3XxoauTe 3a JiedeHue . JJaHHuTe 3a KaueCTBOTO Ha KUBOTA
ca JIOKJAJIBaHU CHOpAJAWdYHO B mpoyuBaHwsTa 3a pirfenidone. Jleuenuero c pirfenidone e
CBBP3aHO C penlla HexellaHu eeKTH, KaTo HAKOU MalueHTH He JKeJasT Ja I MOHACAT, JOPH
U OT JICYCHUETO Ja MMa OIIpelesieHa 110133, oleHeHa ¢ u3mepBaHeto Ha OBK. Pemenusara
TpsiOBa Ja ce B3eMar ABYCTPAHHO, KaTO MAI[MEHTHUTE, 3all0YBalll TOBa JieUeHUE, TpsOBa 1a
ObaaT nHPOPMHUPAHU 332 BCUYKH MOTSHIMATHN HeXenanu edektr oT Hero. Mmaitku npensu
pa3IMYHUTE KPUTEpUU 3a BKIIOYBAaHE B MpoyyBaHusTa Ha pirfenidone, Te3u pesynratu He
TpsaOBa 1a ObAaT reHepanuzupanu 3a nanueHTure ¢ IPF, KouTo nmat nmo-Texku HapyIIeHus B
TecToBeTe 3a OenoapoOHa (yHKIUS, KAKTO M 3a MAalHUEeHTUTe C JPYrd 3HAYUTEIHU
ChIIbTCTBALIM 3a00isBaHus. OT 0Ka3aTeiacTBaTa HE MOIaT Jla € HalpaBsT MPEANOI0KEHUS
3a ONTHMallHa MPOABHKUTEITHOCT HA TepamusiTa, U HE € U3BECTHO KOJKO Tpae e(peKThT OT
JICYEHUETO C TEKYIllaTa JIEKapCTBEHA Tepamusl.

Jleuenne Ha manuenTure ¢ IPF cbe Sildenafil, unxudurop Ha pocoaunecrepasa 5
IIpenopbyBa ce HA KIMHUYHHUTE CIIENMAINCTH 1A He u3noa3sar sildenafil, unxudéurop Ha
(pochoaunecrepasa 5, 3a yeyennero Ha IPF (ycioBHa npenopbka, cpeiHa yBepeHOCT B
oleHKaTa Ha edekTa).

O0ocHoBKa M cboOpaxkeHusi npu mnpuiaradero. Cropen axkTyaaHUTE IPEHOPbKU 3a
nedenue Ha IPF ( 1) Berpekwu, uye npunoxxenuero Ha sildenafil e cBbp3aHo ¢ Jieko mogodpeHue
B KayeCTBOTO Ha >KMBOTA, UMaWKMU IpPEJBUJ JIMIICATa HA I0J3a IPU OCTAHAIUTE PE3yNITaTH,
BKJIFOYMTEIHO CMBPTHOCTTA, OCTPUTE eK3alepOaluy Wik CKaJuTe 3a TUCIHEes, € IpUeTo, 4e
MPWIOKEHHETO My MOXE Ja JoBele [0 MOTEHUWANIHW Bpeau. Jlumcear cnenuaiHu
MOJIrPYIIOBH MPENOpbKY 3a nmauueHTu cbe IPF ¢ nokymenTupana 6enoapodHa XUIEpTOHUSL.

Jleuenne Ha maunuentuTte ¢ IPF ¢ Bosentan miam Macitentan, JBOiHH €H0TEeJHH-
peuentopuu anraronuctu (ER-A u ER-B)

IIpenopbuBa ce Ha KJIMHMYHUTE CHEHUAJUCTH Ja He wu3Noa3Bar bosentan wian
macitentan, u aBara aBoiinn ER-A m ER-B eHjoTe/HH-peleNnTOPHA AHTATOHHCTH, 32
JeyeHuero Ha IPF (ycioBHa mpenopbka cpelly, HUCKAa YBEPEHOCT B OLIEHKAaTa Ha
edexra).

O0ocHoBKa # cboOpakeHUs: IPU  NPHJIATAHETO. Nwmaiixkn MIpEABUL
MPOTUBOPEYUBOCTTa Ha 0000IIeHUTe pe3ynTtaTd (CMBPTHOCT WM TPOTpecust Ha
3a00J151BaHETO) B PA3JIMUYHUATE MPOYUYBAHMS U HETOYHOCTTA B OIlEHKaTa Ha e(heKTa, akKTyaTHUTE
npenopbku 3a jedenue Ha IPF (1) me maBar mpenopbka 3a snedenue Ha nanuenture ¢ IPF c
bosentan mnm macitentan. Bwnpekn ToBa, JokazaTencTBaTa HE TO3BOJSABAT Crienu(pUIHA
MOATPYIOBA MPENOPbHKA.

VII. THEBMOHMMU ITPU JIMIJA HAL 18-T'OAUIIIHA BB3PACT

1. Onpenesenue
[THeBMOHMSATA ce AepUHIPA KaTO OCTpa WH(pEKIHI Ha OeT0oIPOOHUS TAPEHXHUM, KOSTO MOXKE

Jla ce pa3BUe B AIBEOJIMTE /WM UHTEPCTULIMYMA U NTPOTHYA C:

» IloHe nBa OT ciieAHUTE CUMIITOMU: TEMIIEpaTypa, BTpUCaHe, OCTpa Kaluivna (cbe win 6e3
eKCIEeKTOPAaLKsl) MJIM XPOHUYHA KalTUIIa ¢ TPOMsIHA B 1IBETa Ha XPAaYKUTE, IUIEBPATHU OOJIKH,

3aayX.
* AyCKyJnTaTOpHM JaHHM 3a THEBMOHHSA (KpEeNUTallMM WM KBbCHU HHCIHUPATOPHU
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MyKaHWs1/BIKHU 3BBHIIMBU XPUIIOBE HA OPAaHUYEH YYaCThK, OPOHXUAITHO JHIIAHE).
* HoBu wHQUATpATUBHU MPOMEHH B PEHTTEHOTpamMara Ha TPBAHHS KOII, 32 KOWTO HIMA
npyro oosicienue (6emoapodeH oTok uiu uHpapkr)[1].

2. B 3aBHCHMOCT OT NPUYUHHUTEJISA HA 3200/IIBAHETO ce Pa3/u4yaBaT:

2.1.  HMubexnno3Hu MHEeBMOHUH

2.1.1. baxkTepuallHu MTHEBMOHHUU

a) AepoOHM OaKTEpPUAITHH ITHEBMOHUHT

— [Mpuunbaenn ot ['pam-mionokuTenHu OakTepuu: MMHEBMOKOKH, CTPENTOKOKH,
cradunokoku (St. Aureus)

— [Tpuunnenu ot I'pam-orpunarennu 6akrepun: Klebsiella pneumonie,

Pseudomonas aeruginosa, E. coli, Proteus, Salmonella, Shigella 6) AnaecpoOHu GakTepUaTHH
ITHEBMOHHH

— [Mpuunnenn ot ['pam-monoxurennu aHaepoOu: Peptococcus, Peptostreptococcus,
Clostridium Perfringens

— [Tpuuunenu ot I'pam-orpuniarennu anaepobu: Bacteroides fragylis, Fusobacterium.

2.2. HebaxTepualHu THEBMOHHUU

— BupycHu nHeBMOHMHU: TPHUITHH, TAPArPUITHU, aJICHOBUPYCH, PUHOBUPYCH

— Pukercno3Hn mHEBMOHMM — NpuuuHeHH oT pukercuu, Kokcuena Obpuetn (Coxiella
burneti)

— XnamMuaniiau mHeBMOHMY — ipuurHeHu oT Chlamydia Psittaci, Chlamydia

Pneumoniae

— Mukoria3MeHr THEBMOHUY — PUYMHEHH 0T Mycoplasma pneumoniae

— [Tapa3uTHN MTHEBMOHMU — MPUYMHEHH OT napasutu — Plasmodium Vivax, Toxoplasma
Gondii, Entamoeba histolytica

- ['bOMYHM MHEBMOHUU — MPUYMHEHHU OT rbOMYKHU u tuieceHn — Candida, Actinomyces,
Aspergyllus

2.3. HeuH¢exuuo3Hu THEBMOHUU

2.3.1. TIHeBMOHMH, TPUYMHEHH OT PA3INIHA XUMUYHU (PaKTOPH: Jpa3HEIIN Ta30Be,
acrMpHpaHe Ha CTOMAIIEeH COK

2.3.2. TIHeBMOHMH, TPUYMHEHH OT (HU3NIHH (HAKTOPH — JIbUEIICUCHHE, TPaBMa, IyKI0 TSJI0 B
OpoHXHTE.

3. Cnope;[ MACTOTO, HA KOE€TO € Bb3HUKHAJAa IHCBMOHUATA C€ pasjinyaBart:

3.1.  I[IueBMOHUH, MPUAOOUTH B OOIIECTBOTO (M3BHHOOTHIUYHU ITHEBMOHUH )

3.2.  BbrpebomHNYHN (HO30KOMHAIHH) MTHEBMOHUU. [THEBMOHUS, pa3Buiia ce JiBa U MOBEUE
JHU CIle[l XOCTHTAIN3alusi M HeChIIeCTBYBaja MO BpeME Ha IMPUEMAHETO CE€ CUUTa 3a
BBTPEOOHUYHA.

- BenTunarop-acouuupany MHEBMOHUU- PA3BUIIM C€ NP MAIIMEHTH B MHTEH3UBHH OTACIICHUS,
KOUTO ca OWJIM TIOCTaBEeHW Ha MEXaHWYHA BEHTWJIANMS 3a Tiepuoj ToHe 48 waca mpeau
Pa3BUTHETO HA THEBMOHHUSATA

4.B  3aBHCHMOCT OT HAINYHETO Ha npealecTBAIH

3a00/1I1BaHMsI Ce Pa3/in4yaBar:
4.1. IlbpBMYHM THEBMOHM — BB3HUKBAT MpH 31paB Osi1 ApoO0 0Oe3 Hamuuue Ha
IpeAIeCTBALIH 3a00JIIBaHMS.

4.2. BTOpuYHM THEBMOHHMHM — T€ BB3HUKBAT KAaTO MOCIEIUIA HA APYro OEIOApOoOHO WU
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CbpACYHO 3a60J'I$IBaHe, IIpu CUCTCMHHU 3a00J1IBaHMUSL. HaanMep:

- 3aCTOMHA IMHEBMOHUS TIpU  JICBOCTPaHHA ChpJCUHA HEIOCTATHEYHOCT
— IMHEBMOHHS  ciex  WH)apKT BCJIEACTBHE Ha oemoapobHa  eMOoUs
- XUMOCTATUYHA THEBMOHHST ~ MPU  OOE3JBMKCHHU HA JIETJI0 MAlNEHTH

- IMHEBMOHUM TIpU  OpOHXHMEKTa3MH, IpH  CTEHO3a Ha OpoHXH

— IMHECBMOHHWHU ITPH KOJAr¢HO3U, paKOBU 3a00JIIBaHMUSL.

5. Cnopea JIOKAJIM3aANUATA HA Bb3MAJUTETHUS MPOLEC ce Pa3IuYaBaT:
5.1.  AnBeoyiapHU THEBMOHHMH — UMa BB3MAJICHHE HA aJIBEOJIUTE HA Oeus Apoo.

bakrepuaiHuTe MTHEBMOHHH MO-YECTO Ca aJIBEOJAPHHU.
5.2. HWHTepcTHIIMATHYU THEBMOHUYU — MMa BB3IMAJICHUEC HA MHTEPCTUIIMYMa Ha Oemus apo0.
BupycHuTEe THEBMOHHH MTO-YECTO Ca HHTEPCTUIHATHH.

6. B 3aBHCHMOCT OT Pa3NMpPOCTPAHEHHETO HA Bb3NAJIUTEHHS TpoUec ce
pa3jinyaBar:
6.1. JloGapHu (IsA70BM) IMHEBMOHHMHM — BB3MAJEHWETO OOXBalla €IuH I 100 (msu1) Ha
oemust 1po0. [Ipumep 3a 1ob6apHa THEBMOHHUS € THEBMOKOKOBATA ITHEBMOHHSL.
6.2. JloOynmapuu (OrHHMIIHM) — BB3MATUTCITHUTE IPOMEHM HMAaT OTHHILIEH XapakTep.
JloOynapHu THEBMOHHWM ca HampuMep CTaQHIOKOKOBUTE U CTPENTOKOKOBUTE ITHEBMOHUH.
Haii-uectata ¢opma Ha mnoOyiapHa ITHEBMOHHUS € OpPOHXONHEBMOHHSATA, NPU KOSTO
BB3NAJICHUETO OT OpOHXHUTE 0OXBaIa u Oenus apoo.
6.3. CerMeHTHU IHEBMOHWHM — BB3MAIUTEIHUS TPOIEC CE PA3NMPOCTPaHsSBA B CIUH HIU
HSKOJIKO CerMeHTa Ha 6enus ApoO.
6.4. EaHocTpaHHHM W JBYCTpPaHHH THEBMOHHU — BB3MAJICHHETO OOXBAIla CIWHUS WU U
nBata Oenu poba.

7. KIMHUYHH CHHAPOMU
1) OpOoHX0-0e710ApOOEH CHHAPOM,
2 (eO-pUITHO-MHTOKCUKAIIMOHEH CUHPOM,
(3)  penrrenonoruyeH 6e10ApoOEH HHPUITPAT,
4) nabopaTopHa KOHCTEIAIHS.

8. luarno3a
AHaMmHe3a
dusmKaleH nperien
OOpa3Ha AuarHocTuka - peHTreHojorudyHo uscnensane, KT nHa Topakc u np. Jlaboparopuu
n3cneasanus — I[IKK ¢ JIKK, CYE, C-peaktuBen npoteuH u np., KI'A
MukpoOroIOTHYHO U3CeABaHE Ha Xpadka, OpoHxo-anBeosnapeH gaBax (BAJI), xemokynTypa
u Jap.
CepoJIOTHYHH TECTOBE, AHTUTCHHH TECTOBE, BHPYCOJIOTMYHU w3cienBanus —  ELISA,
PCR

9. 3a oneHKa TekeCcTTAa HA MHEBMOHUMTE U pPellieHNe 32 MICTO HA MPOBEXKIaHe HA
JieYyeHneTo — amMOyJIaTOpPHO, B OOJHMIIA MJIM WHTEH3MBHO OT/Ae/IeHHEe ce H3M0JI3BaT
CJIeIHUTE CKAJIN:

- Pneumonia Severity Index (PSI)

- CURB-65

- Hacokute Ha Infectious Diseases Society of America u American Thoracic Society
(IDSA/ATYS)

- SMART-COP ckama - CHCTOITHO apTepUaiHO HaJsTaHe, MYJITHJIOOApHO 3acsraHe,
cepyMeH allOyMUH, TUXaTellHa YeCTOTa, TaXUKapaAus, 0ObPKaHOCT, KUCIOPOIHA caTypalus U
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pH Onpeﬂenﬁ HeO6XOI[I/IMOCTTa OT XocIuTajlan3anusia B MTHTCH3UBHO OTACJICHUC.

10. Jleuenue

10.1. OcHOBHO JieueHUE — AHTHAOKTEPHAITHO - OMBA EMITMPUYHO HII €TUOJIOTHYHO JICYCHHE.
I'PYIIN AHTUBUOTHULN:
10.1.1. bera-1akTaMHH aHTUOMOTHUITH:

[leHUIMAMHY - aKTUBHU MPEAUMHO CPEIY TPaM-TIOJIOKUTEITHA OaKTEPUH - CTAPHIOKOKH
U CTPETITOKOKH.
KapOoKCHUNICHUIIMIIMHUTE ¥ YPEWJAONCHULIWIMHUTE Ca  IIMPOKOCHEKTHPHH  TIPYIHU
AaHTHOUOTHIIM, KAaTO TE MMAaT W JCHCTBHE Cpelry mceBaoMoHac aepyrmHosa (Pseudomonas
aerugenosa), kieocuena mnHeBMoHUe (Klebsiella pneumonie) u apyru NpuYHUTENH Ha
ypouH(peknnn (MH(EKIMU Ha ypOreHHWTAIHATa CUCTEMa) W MH(EKIHH B JAPYTH OpPraHu H
CHCTEMH.
[IpencraBuremu:  okcammmud  (Oxacillin), ammumwme — (Ampicillin), amoxcuIHMINH
(Amoxicillin); dbenokcumermmmennnmana  (Phenoxymethylpenicillin);
KapOokcuneHnIiInaEN - KapOenuimmH (Carbenicillin); ypenIoneHUIMINHA - a3JIOIUIHH
Azlocillin, wme3nmonunua  (Mezlocillin), munepanunun  (Piperacillin).KomOunamus Ha
NEHULWIMHN C UHXHUOUTOPH Ha OeTa-IaKTaMasa: aMOKCUIIWIIMH C OeTa-IakTaMa3eH HHXHOUTOp
- Amoxicillin + clavulanate = Augmentin, aMounuIuH ¢ Oera-jTakTaMa3eH HWHXUOWUTOP -
Ampicillin + sulbactam
= Unasyn; nunapamwinH ¢ Oera-iaktamaseH uHxuOutop - Piperacillin + tazobactam
Tazocin, Zosyn; TukapuwinH ¢ Oera-makramasen wHxuOurop - Ticarcillin +clavulanate
Timentin

Ledanocnopunu:

ITepBo moxkosenue: Cefadroxil, Cefazolin, Cefalotin, Cefalexin - aktuBHEM cpemry rpam-
TIOJIOKUTETTHH OaKTepHUH, KbM KOHTO MPOSBABAT MO-TOISIMAa €(DEKTUBHOCT M MOBEYETO T'paM-
OTpHUIATEIHHU.

Bropo nokonenue: Cefaclor, Cefamandole, Cefoxitin, Cefprozil, Cefuroxime - mokpusar u
rpaM OTpHUIATENIHU OAaKTepuH, KaTo e(PeKTUBHOCTTA UM CIPSMO TpaM- MOJIOKUTETHUTE € T0-
HHUCKBA, B CPABHEHHUE C TIPEICTABUTEIIUTE OT IIPBO IMTOKOJICHHE.

Tpero mnoxonenue: Ceftriaxone, Cefixime, Cefoperazone, Cefotaxime - mnoBiHsIBaT U
nceBnoMoHac aepyruHosza (Pseudomonas aerogenosa), kieOcuena, emiepuxus KOJH,
eHTepobaKTep, cepars u Ipyri.

Yersppro mokonenue: Cefepime, Cefpiron - poOmmkaBar ce 1o JeilcTBHE 10
MPEJICTABUTEINTE HA TPETO MOKOJCHHE, HO MMaT Mo-100pa e(eKTUBHOCT CIpsIMO OaKTepHH,
pa3BUBAIIN PE3UCTEHTHOCT.

Ilero moxonenue: Ceftaroline fosamil, Ceftobiprole - wusmomssatr ce 3a MeTHUIMIHMH-
pe3ucTeHTHH mamoBe Ha St. aureus (MRSA).

B Hakou cnydyau 1eda’ioCOpUHUTE C€ TMPEANoYUTaT TMpel JpYrutre OeTalakTaMHU
AQHTHOHMOTHIIH, TIOPAIH ITO-IIUPOKHS UM CIIEKTHP Ha JICHCTBHE.

Kapbanmenemu - cuiHO OakTEepUIIMTHO [ACWCTBHUE, KAaTO MAaJKWATE pa3MepH Ha
MOJICKYJIUTE MM TI03BOJISIBAT JIECHO NMPOHUKBAHE B TpaM-OTpHUIaTeTHN OakTepuu - Ertapenem,
Doripenem, Imipenem, Meropenem.

MoHoOakTaMi - HE TPOSIBIBAT AKTHBHOCT CHPSMO TPaM-TIOJOXKHUTEITHH OaKTEepHH.
CopsiMmo Tpam-OTpUIIaTeTHH OaKTepuu MPOsBSIBAT J00pa e(QEeKTUBHOCT- MPENCTAaBUTEN —
Aztreonam
10.1.2. AMUHOTJIMKO3UAHA AHTUOMOTHULIM- IIMPOK CIEKThp Ha neiictBue. IlpencraBurenu:
Amikacin, Gentamicin, Kanamycin, Neomycin, Tobramycin, Paromomycin.

10.1.3. TeTpanKIMHU - MHOTO IIMPOK CHEKThp Ha JeiictBue. Te ca aKkTUBHU Cpelry
PUKETCHHU, MHUKOIUIa3MU M XJIaMUJUH, TpH Opyieno3a, xosepa, Jlaiimcka Oonect, yyma,
cnupoxertu, anaepoou.IIpencraBurenu: Minocycline, Tetracycline, Doxycycline.
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10.1.4. Makponuau - e(eKThT e MPEAUMHO BBPXY IpaM-TIO3UTUBHU
oakrepun.lIpencraBurenu: Azithromycin, Clarithromycin, Dirithromycin, Erythromycin,
Roxithromycin

10.1.5. JIu"ko3aMHUM - U3MOJ3BAT Ce€ MPH CTa(UIOKOKOBH, THEBMOKOKOBH, CTPENTOKOKOBH
MHOEKIUH TpH TCHUIMINH-aJCPrUYHN MAalUeHTH, KaKTO M TNPH aHAepOOHH WHQEKIUH.
IIpencraButenu: Clindamycin, Lincomycin

10.1.6. Cyndponamuau ¥ TPUMETOIPHUM - CHHTETHYHH TIPOM3BOAHM Ha cCyadoHaMUAA.
[IpencraBurenu: Sulfasalazine, Sulfisoxazole, Sulfamethoxazole.

10.1.7. AM¢penuKonu - IMUPOKOCHEKTHPHU. AKTHBHH Ca CpEIly PHKETCHH, CAIMOHEJO3H,
JUCTEPHH, CIIEPUXHS KOJIU, CTaQUIOKOKHU 1 Apyru. [IpencraBurenu: ximopam(eHUKOIL.

10.1.8. Xunononu (TMpa3Hu MHXHOUTOPH)- OBP30 NIEHCTBHE, KOETO CE€ IBJDKH Ha IOTHCKAaHE
cuHTe3a Ha Oakrepuannara JJHK. [To3BossBar nmepopaiHo JieYeHHE HA CEPUO3HU WHQEKITUH.
ChImecTBYyBaT 4YETHUPU TMOKOJCHUS XHHOJIOHH. AKTHBHOCTTAa Ha I'BPBOTO IIOKOJCHHE €
MPEIUMHO BbpPXY TpaM-oTpuniateanure 6akrepun. [IpeacraBurenu: HammaukcoBa kucenuHa u
anano3m:Acidum nalidixicum, Acidum oxolinicum, Acidum pipemidicum. CnexnBammre
MOKOJICHUSI Ca C U3MECTBAaHE CIIEKThpa Ha JICHCTBHE W MHOTO JI00Opa akTUBHOCT cpeuly 'pam
(+) pecniupatopuu mnaroreHu. llpencraBurenu Ha BTOPO TOKOJIEHHE ((DIOPOXUHOJIOHU) :
Norfloxacin, Lomefloxacin, Ciprofloxacin, Ofloxacin, Pefloxacin. XwuHonmonute TpeTa
reHepanus ca HapedeHW pecrnmparopHu. IlpencraBurenu: Levofloxacin, Moxifloxacin,
Gatifloxacin, Grepafloxacin, Sparfloxacine. YerBbpra TreHepamus (IYOPOXUHOJIOHH —
Trovafloxacin, Gemifloxacin mpuTexaBaT MOIIHa aHTHMaHaepoOHA aKTUBHOCT M MOJOOPEHO
JEUCTBUE CPEILY THEBMOKOKH.

10.1.9. UMuzaa3o0i10Bu M TpUA30JI0BH HPOM3BOJHHM - aKTUBHHU Ca Cpelly peauna OaKTepHH,
rbOMYKH, TpoTO30M. llpexcraBuTenu:  METPOHHMIA30J7;  THHHIA30JI, BOPUKOHA30I,
UTPAaKOHA301.

10.1.10. ['muxonenTuaHu aHTUOUOTHUIM - aKTUBHU CPEINLy aepoOHU U aHAepOOHU TpaM-
MTO3UTUBHU Oaktepuu, METHLMIMH-PE3UCTEHTEH cTahUIOKOKYC aypeyc
(MRSA).ITpexncrasurenu: Teicoplanin, Vancomycin.

10.1.11. I'pyna Ha okcazonuauHonure. [lpencrasuren: Linezolid - cuHTeTHYHO
MPOU3BOJHO Ha OkcaszonuauHoHa. CBbp3Ba ce ¢ S0S-pubo3oMHaTa cyOeaMHHUIIA U TTOTHCKA
MPOTEMHOBHsSI CHUHTE3 MPEIUMHO Ha ['paM-NOJOXKHUTETHUTE MHKpoopraHusmu. JleiicTBa
OAaKTEepUOCTATUYHO CHPAMO CTaQUIOKOKM (BKJI. METHLMJIMH-PE3UCTEHTEH S. aureus),
CTEPNTOKOKH U EHTEPOKOKU U OAKTEPULIUIHO

- M0 OTHOIIIEHHE Ha TMTHEBMOKOKH. [ToBeuero I'paM-oTpHIIaTEIHW MHKPOOPTaHH3MH ca
PE3UCTEHTHH KbM JIMHE30JHMJ, HO MHOTO obnuratHu anaepoOu (Hamp. C. difficile) ca
qYBCTBUTEITHH.

10.2. MyKOJIWTHIM, €KCIEKTOPAHTH WM aHTUTYCHBA — B 3aBHCHMOCT OT BHJA KallIHIIA
(BmaxkHa/cyxa)

10.3. AHTHNHpeTHIHN — pU HEOPHITUTET

10.4. AHTUXUCTaMUHU, OPOHXOJUIIATATOPU — IIPH MTOKA3aHUS

10.5. Amntukoarynantd — HMX npu nammentn ¢ OJJH

10.6. Kucnoponorepanusi, HEWHBAa3WBHA BEHTWUJALMA WIM HHTYOalus C MeEXaHUYHA
BEHTHJIAIMS — IIPH MAIUEHTH C JUXaTelTHa HeOCTaThYHOCT

VIII. AUXATEJIHA HEJOCTATBYHOCT

B Tecen cmuchn auxarenHara HepoctaTbuHOCT (JJH) € HEBB3MOXKHOCT 3a OCUTypsiIBaHE
XOMeOCTa3aTa Ha KHUCIOPOAAa W/WIM BBIVIEPOJHMS IUOKCH] IOpaad HapylleH ra3o00MeH B
Oenute npoboBe. JluxarenHara CUCTEMa HE € B ChCTOSIHHE J1a OTTOBOPHM Ha METaOOIUTHHUTE
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HYXXJIM Ha OpraHW3Ma 10 OTHOIICHWE OKCUTCHAIMITAa Ha KPBBTA /WM CIMMUHUPAHETO Ha
CO2. Inarno3ara Ha /IH ce momo3upa npu u3MepBaHe HA OKCUXEMOTJIOOMHOBATA caTyparus,
HO Cce MOTBBpKIaBa ¢ KpbBHO-ra30B aHanu3 (KI['A) Ha aprepuaina KpbB.

1. OnpenesieHusi U KJIacu(puKaAMUs
Knacuduxanusra na JIH ce ocHoBaBa Ha aBa ocHOBHM Kpurepus: (I) Obpp3uHa Ha pa3BUTHE U
(I) maTopu3noIOTHYEH MEXAHU3BM.
Crnopen Obp3unara Ha paszButue [IH ompenensme kato OCTpa, XpOHMYHA M OCTpa MpU
XPOHHUYHA.
Octpa JIH e cbhcTOsSHME Ha OCTPO HapylleHHWe Ha 0enoaApoOHHs ra3000MeH, BH3HUKHAIIO B
paMKUTE Ha MUHYTH JI0 YaCOBE WUJIU JIHU, U HETIOCPECTBEHO 3aCTPAaIllaBalllo KUBOTA.
Xponununa /IH e cbcTosiHue Ha TpaiiHO cHMkeHue Ha PaO2, cbe unu 6e3 npomsina B PaCO2,
Pa3BUIIO c€ B IPOABIKEHHE HA MECELIH WJIH TOJIMHHU.
OcTtpa npu xpoununa /{H onpenensime kato 66p30 3a1b1009aBaHE HA XUTTOKCEMUATA
/ XunepKamnHusTa npu 0omHu ¢ xponuuna JIH.
Crnopen mpeobnagaBammre MaTOQU3MOIOTUYHA MEXaHW3MHU 3a Pa3BUTHETO € BB3MOXKHO
neduHupane Ha yetupu tuna ocrpa JJH1:

1 Tum I - xunokcemmuna — Pa02<60 mmHg — OCHOBHOTO HapyllEeHHE €
HEBB3MOXKHOCT 3a aJIeKBaTHa OKCHUI€HallMsi Ha KpbBTa B Oenust ApoO mopaau
KOMOHMHAIMS OT HapyUICHH OTHOLIEHUS BEHTHIALUS/Iep(y3usl © UHTpaMyJIMOHAICH
IIBHT.

2. Tun II — Bentuaanuonna — PaCO2>46 mmHg; anBeosapHa XUIIOBEHTUIALMS 110
pa3MyHU NMPUYMHU (TIOBUIIEHA paboTa Ha IUIIAHETO, HEBPOMYCKYJHA aTOJIOTHS,
HapylleHa peryanus Ha JUIIaHETO).

3. Tun III — nepu-onepaTMBHA — MOXE Jia C€ ONPEIENH KaTo MOATHI Ha TUIl I, HO
YeCTO € pasriiexk/laHa CaMOCTOATEIHO MOpay 3HaUMTEeIHATa i 4ecToTa.

4. Tun IV — mWoK — nocieauna Ha ChbpAeuHO-ChI0Ba HECTAOMIHOCT TIOPaAIH Pa3IuuHK
MPUYUHU.

CTpyKTypHO-aHaTOMUYHA KiacupuKamus Ha ocrpara xumokcemuyHa JIH cropen
JIOKaJM3alMsITa Ha OCHOBHHUS mNaTosoruyed mponec2: (1) uHTEpcTHIMYM — (Hampumep MHpu
aJlepruyeH ajaBeoJIUT, BUPYCHA WU ,,aTUNHWYHA  THEBMOHMS), (2) AMXATENHU NbTUILIA —
(HarmpuMep IpU OCTpa WM XPOHWYHA OOCTPYKTHUBHA OenopoOHa marosorus), (3) aaBogapHu
MPOCTPAHCTBA — KapJMOT€HEH WM HEeKapJAuoreHeH OenonpoOeH eneM, ITHEBMOHMS,
anBeonapHa xemoparusi u (4) cbpue/6enoapoObHa chAOBa Mpeka — OCTbpP WIH XPOHHUYEH
oenoapobeH eMOONMM3bM, CBHPACYCH WM HWHTpAmyJIMOHAJIeH IMIBHT. TO3W TOaXoa uMa
OIpeNieJIeH TpeAMMCTBA 3a KJIMHUYHATA OpHEHTAalMs IpH ocTpa xunokcemuuHa JIH.
He3aBucumo OT mpUYMHUTE 3a PAa3BUTHETO W OCHOBHOTO HApyIIEHHE € KOMOHWHAIHUS OT
HECHhOTBETCTBUE Ha BEHTHJALMATA CIPSAMO Nepdy3usita Ha aJBEOJIUTE U JSCHO JISIB LIBHT C
HapyIlIeH ra3000MeH Ha KUCIIOPOAa, BbITIEPOIHUS TUOKCU] UITU U JIBETE.

[Ipy xunokcemuunara ocrpa JAH (tun I) nHTpanyIMOHaIHUAT ITBHT € OCHOBHA ITPUYMHA 32
apTepuaiHa XunokceMus, pedpaxrepHa Ha kuciaopogorepanus gopu ¢ Fi02=1.0. Hanuuuero
Ha 30HU C HUCKHU OTHOIIEHUSI BEHTWIaIUs/epdy3us € ¢ H0-MajJKo 3HaueHHe (OCBEH KOraTo Te
ca 6muzo nmo 0) u ToBa He € mpoOieM 3a KOpUTMpaHe Ha Xumokcemusita. OcCTpusT
pecriupatopen nuctpec curapom (OPJIC) e maii-TexkoTo HapyiieHue B razooomena. Tpure
CTETIEHH Ha TEeXKECT ce ONpeAesaT oT oTHomeHuero PaO2/FiO2.

IIpn BenTHnanmonnara ocrpa JIH (tum II), mpyuunHeHa OT MOTUCHAT CTUMYJ 3a JUIIAHE
(mHC) WM HapylleHa HEBPO-MYCKYJIHA CHHXPOHH3allHs, HEaJeKBaTHOCTTa Ha oOmiaTa u
aJIBeOJIapHa BEHTUJIALMs BOAU 110 3apbxkka Ha CO2 1 XUIEepKaIlHus, ¢ Mapaje]IHO CHUKEHHE
Ha Pa0O2, koeTo JecHO ce Kopurupa ¢ KUCIOpoaoTepanus. XUIEPKalHUs € Y4eCTO CpeljaHa
npu OenonpobHHUTE OonecTH ¢ OpoHXHManHa OOCTPYKIMS M “TioxabeHa” BEHTHJIAIMA
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(moummeno VDS/VT).

Iepu-oneparusua ocrpa JIH (tum III ocrpa IH) Bb3HUKBA B IEPU-ONEPATUBHUS TIEPHOL
P MALKUEHTH U3KIIOUUTEITHO TIPEIPa3NooKeHu KbM arajekra3a. Hapyienata Mexanuka Ha
kopeMHara cteHa HamansBa POK3 mox yBenmmueHuss obem Ha 3aTBapsiHe4,5 W BOIU IO
Mporpecupan KoJiarc Ha IMojJiexaiuTe 0eIoIpoOHN eIUHUIM C MOCIEABAINO Pa3BUTHE Ha
tin | wam tun Il octpa JIH, kato yecto ce chueTaBar M JBETE HapylIeHUsA. ATeleKTa3ara €
OTJIMYUTEJCH MEXaHUW3bM 3a BBH3HUKBAHETO Ha mepu-onepatuBHa octpa JH u mepku 3a
MIpeI0TBPATABAHE HA AJIBEOJIAPHUS KOJIAIIC ca 0COOEHO BayKHU B MIOBEICHUETO.

Yact oT nanueHTuTe ca 6e3 3HauuMu 0enoApoOHu npodiaemu u He ce Baucsar B tul I, II wm
IIT octpa IH, HO ca nHTYOMpaHU C MOANIOMAarane Ha JUIIAHEeTO MPU OBJIA/IIBAHE HAa ChCTOSTHHE
Ha xunonepdy3us U xemoauHamMu4Ha HectaOmwiHOocT. ToBa e Tun IV octpa JIH, cBbp3ana
Hal-4eCTO ¢ KapJAMOTE€HEH, XMIOBOJEMUYEH WIM cenThueH Iok. [lanuenture oOu4aitHO ca
TaxXUIIHEUYHH, C HAPYIIEH CUHXPOH Ha AuIlIaHeTo. llenra Ha moamoMaraHeTo Ha JUILAHETO €
crabunm3upane Ha Ta3000MeHa B Oenmus 1Ipo0, HamalleHWE HATOBAPBAHETO W BHCOKAaTa
KHUCJIOPOJIHA KOHCYMallusl Ha JuXaTelIHaTa MyCKyJlaTypa, KakTo U MpeAoTBpaTsABaHE ymopaTa
1 IpY 3HAYUTEIIHO HAMAJICHUS ChpAeUeH 1e0uTo,7.

XpOHMYHA TUXATEJTHA HEJOCTATHYHOCT

Ts e mocneauma Ha XpOHUYHU OENOAPOOHH OOJIECTH, C TpAaWHU HAPYIICHUS B razoo0MeHa,
HEBPO-MYCKYJHA MaTOJIOTHsA, OOCTPYKTHUBHA ChHHA amHesl Uiy aedopMaiusi Ha TPBAHUS KOIIL.
XponnuHara JIH e cbCTOSSHHME Ha TATOJIOTMYHO PABHOBECHME MEXKIY HATOBapBaHE
(CBIPOTHBUTENHO, €IACTUYHO — Os1 IpO0 M TpbJHA CTEHA, MMHYTHA BEHTUJIALMA) U CHJIA Ha
JUXareiqHaTa MycKyJaTypa, BKJI. KOHTPOJ Ha JUIIaHETO. MHOXECTBO MaTOJOTUYHM MPOLIECH
(GenonpobHM M M3BBHOENOAPOOHH) MOraT J1a JOBEJAT /10 HapyllaBaHe Ha TOBa paBHOBECHE U
pa3BuTHE Ha ocTpa pu XxpoHudHa /[H.

ITpu noBeuero 6enoapoOHU OOJECTH, HE3aBUCUMO OT JIOKAJIU3alMsITa Ha MpeodiiagaBaliiTe
MATOJIOTUYHM MNpPOMEHU B Oenusd ApoO (AMXATeNHW NBTUINA, WHTEPCTULUYM, aJBEOJIN),
OCHOBHAa IIpMYMHA 32  apTepUaJlHa  XMUIIOKCEMHs €  HapymIeHOTO  OTHOILIEHUE
BenTwianus/meppysus ([1VA/QC). MuoxectBo 30HHM ¢ BuHcoko VA/QC (“moxabena”
BeHTwiammst - [JVDS/VT) nompunacsat 3a pasButuero Ha xunepkamaus. Hapymenara
nudy3us Ha ra3oBeTe€ € OT BTOPOCTENIEHHO 3HAYeHME 3a OOMsIHATa Ha KUCIOpoja — Hal-Beue
npu 6enoapodHa prOpo3a 1 pa3npocTpaHeH AECTPYKTUBEH eM(pu3eM.

Octpa npu xponnuna JIH

OcTtpo BiOmIaBaHe Ha auxaTesnHata (yHKIUS npu xpoHuyHa JIH HacTbmBa B pe3ynTar Ha
BB3/ICHCTBUETO Ha €JIMH, HO M0-4e€CTO MHOKECTBEHH NMPOBOKUpalIy (hakropu (Tadm. 1).

BaxHo e ma ce mma npeaBuI, ye onpeaens (pakTop 3a pa3BUTHETO HA OCTpa MPH XPOHUIHA
JIH e ymopa Ha MHCIUpaTopHaTa JuxaTenHa MycKynarypa8. OCHOBHa MpHUYMHA 3a TOBA €
MOBHINICHOTO HATOBapBaHE Ha JWXaTelHATa CHCTEMa IOpaJHd HapylleHa MEXaHWKa Ha
IUIIAHeTO — OpoHXMaJHAa OOCTPYKIMS W/MIM YBEIMYEHO €JacTUYHO HaTOBapBaHE
(6emoapoOHO, HA TPBIHA CTEHA).

Hamanena crumynanus Ha JWIIaHETO € TNpPUYMHA 3a ocTpa npu XponumuyHa JIH mpu
OTHOCUTENIHO Majika yacT oT OonHuTe. ToBa oOuuaiiHO ce HaONIOAaBa B YCJOBHSATa Ha
JIeKapCTBEHA WJIM AJIKOXOJIHA MHTOKCUKAIMS, WK ceupaHe. Bb3Mo)kHA PUYMHA € U CKPUT
XHIIOTUPEOUAN3HM, IIPU TO-BH3PACTHH MAIMEHTH, 0COOCHO KeHH. M3Kimodyenue ca ciydanTe ¢
HC JUArHOCTULIUPAHO HAPYIICHUEC HA AUITAHCTO 11O BPEMC Ha CBHbH.
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Tabmuua 1. [Ipuunam 3a octpa npu xponuyHa H

¢ bponxobenoapobna nndexuus (Oponxuanna / mapenxumua) bakrepuanna;
Bupycna

e benonpoben TpombeMOOIU3BEM

e JleBokamepHa chbpjedHa HeocTaThbuHOCT OCThp MH(MAPKT HA MUOKAp/Ia

HexonTponupana apreprajiHa XUIEPTOHUS U PUTHbMHU HapYLICHUS

e JlekapcTBeHO 00YCIOBEHH

Ce[[aTI/IBHI/I U AHTUXHUCTAMHWHOBHU IIpCrapaTu

e |IHeBMOTOpaKc

e HekonTponupana KuCI0pogoTepanus

o [loBumenu BenTminaropuu nnckBanus Cencuc; bTE; Berioexuaparen n3aumrek;

e KopeMHa Xupyprusi, raCTpO-WHTECTUHAIIHA XEMOparus

2. JUATHO3A

Junarnosara Ha JIH ce ocHOBaBa Ha aHaMHe3aTa ¥ KJIMHWUYHATA KapTUHA, U CE NIOTBBPK/IaBA C
KpbBHO-Ta30Bus aHanu3 (KI'A) Ha aprepuanHa KpbB (IpU HECHOTBETCTBUE C KIMHHUKATa
JOCTOBEPHOCTTA Ha M3CICABAHETO J1a C€ KOHTPOJIMpA 4Ype3 CPaBHABAHE HA caTypaunusTa OT
KI'A ¢ HeuHBa3MBHO u3MepeHara). BakHHW KIMHUYHU Oene3u ca HapylleHHs B JAULIAHETO
(TaxurHes, JUCIIHEs), HaJU4YWe/IuIica Ha MPOMEHH B Ch3HaHUETO (BB30yJa, 0OBpPKAaHOCT),
BB3MOKHOCT 3@ pa3roBOp, LMaHo3a (MOXeE Ja JIMICBA), XEMOJMHAMHUYHA HECTAOUIHOCT.
TexecTra Ha CHMIITOMAaTHKaTa HE BUHArM KOPEJNHMpa ChC CTENEHTa Ha OTKJIOHeHu:ATa B KI'A u
TOW € MBPBOTO 3aBJDKUTENHO u3cienBaHe. [lopagu pa3nuyHOTO MoBeneHUE € HeO0OXOAUMO
II'bPBOHAYAIIHO OBP30 pelIeHHe Jaiu ce kacae 3a octpa (tum I[-1V) umm octpa mpu xpoHu4Ha
JIH. bbp3ara opueHTanMs 3a BB3MOXKHUTE NPUYMHHU C OIJIE] HEOTJIO)KHHUTE TUArHOCTUYHU
U3CIIEABAHMS € YCIOBHUE 3a YCIEIIHO JICUEHHUE.

3. HOBEJEHHE
[Ile Opae okycupaHO BHUMAHHMETO BbpPXY OBJIASBAHETO Ha HapyUIeHHUsTa B 0enoapoOHus
ra3o00MeH — KOpUTHpaHe Ha XUIMOKCEMUATAa W/WIN XUIlepKanHusaTa. KoMmiekcHOTo jeueHue
(MaTOreHeTMYHO M CUMIITOMATUYHO) Ha IPUUMHUTE 3a Pa3BUTUETO U nporpecupanero Ha J{H
nmu Ha OPJIC He e 00eKT Ha HaCTOSIIOTO U3JIOKEHUE.

3.1. OcTpa 1uxare/iHa HEAOCTATHYHOCT

[ToBeneHneTo 3aBUCH OT TOBA JallU C€ Kacae 3a XMIMOKCEeMHYHA TUM | WiIu BEeHTHIaMOHHA TUIT
IT ocrpa JH. Ilpu BenTunanmonHa HemoctarbuHocT (BH) M anBeonmapHa XumoBeHTUIALUS
oOunyaifHo peHTreHorpadusara Ha 6enus Jpod He MoKa3Ba OTKJIOHEHHUS OT HopMmaTa. Yecrto ce
Habmoxasa BH npu octpa u xpoHnyHa OenoapoOHa natosiorusi ¢ OpoHXHaiHa 0OCTPYKLHUS U
octpa npu xponuuHa /IH — «mmoxabGeHa» BeHTUIALMS BBIPEKH MOBUIIECHHUS CTUMYII 32 JUIIaHe
(actma, XOBBb). ToBa KOoHTpacTHpa ¢ KIMHUYHUTE U PEHTTeHOBU MPOMEHU NpH TUl [-BU ocTpa
JIH, nocnenuiia Ha anBeonapHo aHraxupane (mHeBMoHUs, OPJIC, anBeomapHa xemoparus,
KapAHOTeHEeH 0enoApoOeH eaeM U ap.).

Kopexknus na xunokcemusta npu I-eu Tun ocrpa JIH e HeoTn0%Ha HEOOXOAUMOCT U U3UCKBa
Brucoko FiO2 (> 0.5) BpB BaumBaHata razoBa cmec. CucTeMuTe 3a MojlaBaHe Ha KUCIOPOJ He
BUHAru IMOCTUTAT KeJlaHaTa KHUCIOPOJHA KOHLEHTpauus B Oenus ApoO, KOATO 3aBUCH OT
oemonpoOHaTa BeHTHIaIMs (Tadu. 2). Korato kopekiusaTa Ha xunokcemusra (SaO2

>90%) 1o TO3W HAYUH € HEBH3MOXKHA C€ MPHUCTHIIBA KHbM IOJIOMAraHe Ha JUIIAHETO —
HEWMHBa3WBHA BeHTWIaNMs ¢ mo3utuBHO Haisrane (HUBITH) wimu nHBa3MBHA BEHTHUIIAIIMS.
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[Tpunoxenuero Ha HWBIIH npu He3amoBoiuTeIHA KOPEKIMS Ha XUIIOKCEMUATA C JIUIIEBA
Macka € C HECHUTYPHO NPEAMMCTBO II0 OTHOILICHHE HEOOXOAMMOCTTa OT MOCJe(BaIla
nHTYOanus9. JledeHue ¢ KUCIOpoj ¢ BUCOK AeOUT (1o 60 JI/MUH) Upe3 Ha3alHa KaHIoJa €
alTepHaTUBa C I0-100pU pE3yaTaTH, BKJI. OT TE€3UW IpPU JICUEHHE C KOHBEHLMOHAJIHA
kucioponorepanuss uiau HUBIIH, 3a kopekiuss Ha XHIOKCEMHUsATa W HW30ArBaHe Ha
enjoTpaxeanHa natyoanusn9,10. ToBa € ocHOBaHME MOJaBAHETO HA KUCIIOPO]I C BUCOK JEOUT C
HazajHa KaHIoJa Jla ce Mpenopbyua KaTo CPeACTBO HA IbPBU M300p MpU MALMEHTHTE C OCTpa
xunokcemuyHa J[H. HUBITH moxe na oBnanee ChCTOSHHUETO W J1a c€ M30erHe MHTyOarusTa
Ipy MoA0paHu MHalMeHTH ¢ ocTpa xumokcemuyHa JIH, 6e3 xemonuHamMu4Ha HECTAOMIHOCT
WK TUcYHKIUS Ha IHC, ¥ 0€3 He0OXOIMMOCT OT MPOTEKIIHUS HA AUXATEITHUTE TBTUIIIA.

Tabmuuma 2. WHTpaTpaxeanHa KHCJIOpPOJHA KOHIIGHTpAlUs C  PA3IUYHU  CHCTEMH
(Monuduipano o 1)

CucreMa 3a nogaBaHe IIpenBuaeno TpaxeajHa koHueHTpanus Ha O2
Ha KUCJI0poa FIO; CIIOKOWHO JHIIaHe XunepBeHTUIALUS
Hazamna “Brmmma”
3 n/muH 0.3 22% 23%

10 n/mun >0.5 46% 30%
JIuuieBa Mmacka

10 j1/mun 0.6 53% 41%

15 n/mMun 1.0 68% 50%
Macka Venturi

4 1/mMuH 0.28 24% 21%

8 1/mMuH 0.40 36% 29%

[Tonnomaranero Ha aumuaHetro npu tun I-Bu octpa JIH mma Hskonko cnenuduunu nenul,
pasnuuHu oT Te3u npu tun Il-pu. Te Bxmrousat: (1) ctabunusupaHe Ha MaUEHTa B yCIOBUS
Ha MHHHMMalHa paboTa Ha AumaHeTo; (2) oOaWIIBaHE ¢ MHUHHMAIHUS O0EM, OCHTYpSBaIll
enumuHupane Ha CO2; (3) no6assiHe Ha Bb3MOXkHO Haii-mankotro PEEP 3a nocturane na SaO2
>90% mpu HeTokcu4HU HUBA Ha Fi02; (4) moaabpkaHe HA XeMOJIWHAMUKATA MPU HA-HUCKO
MyJIMO-KalWIIpHO HaJIAraHe, HO aJIeKBaTeH ChpJAeUeH JeOUT, 3a HaMalliBaHe Ha aJBeOJIapHUs
€/IEM.

Tun Il-pu octpa JIH, mocieauna Ha MOTHCHAT CTUMYJ OT IHC WM HapylleHa HEBPO-
MYCKYJIHa Bpb3Ka, M3HCKBa OCHTypsiBaHE Ha aJeKBaTHAa BEHTHJAIMS (HEMHBa3HUBHA WM
nHBa3uBHa). KopekiusaTa Ha XUIOKceMUsTa He € po0seM U 00UyaitHO ce TIOCTUra ¢ HeBUCOKa
KHUCJIOPOAHA KOHIEHTpanus B rasosara cMmec. Korato mpuumnata 3a BH e Oponxuamna
oO0cTpyKlHs (TeXBK aCTMAaTHYeH NPUCTHI, OPOHXUOJUT) BEHTUJIATOPHUSAT PEXKUM LIETU
munummuzupaie Ha PEEPi 1o oBnaasBaHeTo Ha oOCTpyKIUATa ¢ OpOHXOAWIATATOPH H
KOMIUIEKCHO JIeUEHHUE.

3.2 OcTpa npu XpOHUYHA JUXATEJTHA HEAOCTATHYHOCT
IloBenenuero ce ompeznens OT €CTECTBOTO HA IATOJIOrMATa, Bojema a0 XxponuyHa JIH u
MPUYMHUTE 3a pa3BUTHE Ha ocTpa npu X/IH, ctemenra Ha XumokceMus, JuIca/HaIUude U
TEXKECT Ha xwurnepkanHusara. HeoOxoguma e Obp3a OIeHKAa Ha BB3MOXKHOCTHUTE 32
KOHCEPBATHBHO JICUECHUE WIH ITOKA3aHMATA 3a MIOJIIOMAraHe Ha JUIIaHETO — HEMHBA3UBHA WIN
VMHBa3MBHA BEHTUJIALMS.

3.3. Kucaopoaorepanus
Kucnoponorepamnusira e mbpBara CThIIKa B IOBEJCHUETO IPH Te3U OOJHH, OLIE NMPEIH APYTH
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HEOOXOUMH JMArHOCTUYHM TporeaypH. Llenta Ha KucaopoaoTepanusira € MmoJabp)KaHe Ha
carypamus >90% npu afeKBaTHO HUBO Ha MUPKYJIUpAIl XeMorJioonH. OChIIECTBIBAHETO U

€ Bb3MOXXHO C Ha3aJIeH KaTeThp C AOMT Ha Kuciaopoaa 1-5 n/MuH wnm Macku Taum Venturi,
ocurypsiam Fi02 0,24 — 0,40 BsB BaumBaHata ra3oBa cmec. M300pbhT Ha mojmaBaHaTta
KHCJIOPOJIHA KOHIIEHTpPAIIMS c€ ompeess oT npuurnHara 3a XJIH, TexecTTa Ha XHIOKCEMUsTA
U CTENCHTA Ha XHUIEPKAIHUS Korato € Hamumie. KuciopomorepanusaTta TpsOBa aa ce TUTpUpa
BHUMATEJIHO NIPU HAJIMYHA 33/IpbKKa Ha BBIIIEPOCH IUOKCHU] 3a nocturane Ha Sa02 ot 88%
10 92%. Ilpu XOBb mbpBOHAYATHOTO TPHUIIOKEHHWE HA KHUCIOPOJ HA3allHO C 2 JI/MHUH B
MOBEUYETO CiIydaW € ajiekBaTHO. [lorpeniHo e cxBamaHeTo, Y€ NpH MAlMeHTUTE C OCTpa MpHU
xponnyHa JIH e BakeH XUIMOKCUYHHUAT CTUMYJ 32 JUIIAHE M TOBa € 4YecTa MpUYMHA 3a
HeaJieBaTHAa KHUCIOpOAOTepanus. PUCKBT OT KHCIOpoTepamuara € B 3HAUWTEIHA CTEMCH
MPEYBEJIMYUEH U € YeCTa MPUYMHA 33 Bb3JAbpXKaHE OT KMBOTO-cnacsipailo Jieuenue. JIH moxe
J1a ce 3abJIO0YN BBIIPEKU KUCIOPOA0TEpanusaTa, HO He mopaan Hesl15.

3.4. IMoagmomarane Ha AMIIAHETO

[lenra Ha HavanHOTO JieyeHWe Ha ocTpa npu xponuuynHa JH e nga He ce momycHe
MIPOrPECUpaHeTo M 0 HEeoOXOIMMOCT OT MOJIMOMAaraHe Ha JAMIIAHETO Ype3 eHAOoTpaxealHa
untyOarus. [lokazana ¢ edektmBHOoctTa Ha HUBIIH, kosiTo MOXe ma mpemoTBpaTd
HE00XO0IMMOCTTa OT UHTYOAIHs B 10 75% OT cirydanTte mipu nmokasanu 6omHu 12 TloHacTosimem
HUBIIH ce npenopbuBa KaTto mbpBU U300p Ha MOBEJCHHE MPU TeKKa ek3anepOarus Ha XObb
c octpa npu xponuuna JIH12,13. HUBIIH nono6psBa pecniuparopHara amui03a, HaMmaisBa
paboTaTa Ha IUIIAHETO, yMOpaTa Ha JUXaTelHaTa MyCKyJlaTypa U TeXecTTa Ha AucnHesTal3 .
l'onsim Meta-aHanu3, BKIrouBall 14 mpoyuyBaHuUs NpU MAaLUMEHTH ¢ OCTpa npu xpoHuuHa JIH
[0Ka3a, 4e Heycmex OT JIEYEHUETO € 3HauuTenHo no-manbk ¢ HUBIIH B cpaBHeHue c
koHcepBatuBHOTO JieueHue (RR 0.48; 95% CI10.37, 0.63), c 48% e HamaneHa CMBPTHOCTTA U C
60% Hyxnata oT uHTyOanusal4. Buumarennusat noadop Ha GoiHMTE (BX. Tald. 3) € ycioBue
3a ycnexa Ha npunaranata HVBIIH 3a octpa npu xponuuna /JH1S.

Tabnuna 3. Kpurtepun 3a non6op na HUBITH 3a octpa npu xponnuna JIH15

Hoaxoasima Auar€o3a ¢ NOTEHUMAJIHA 00PaATUMOCT
[Ipenenka HEOOXOIUMOCTTA OT MOANIOMAraHe Ha TUIIAHETO
YMepeH A0 TeXBbK pecrupaTopeH TUCTPeC
Taxunues (JY > 24 / MuH)
VYnotpeba Ha cnoMaraTeTH1 MYCKYJIU WM aOJOMUHAaJIeH apagoKc
Texxu otknonenus B KI'A
pH <7.35, PaCO2 >45 mm Hg, i PaO2/FiO2 <200
H3kiarouBaHe Ha ManMeHTH ¢ nporuBonokazanus 3a HUBITH
CrniupaHe Ha TUIIAHETO
HecrabunHo cberostame (IIOK, HEKOHTPOJIMPaHO KbpBaHe oT I'U TpakT,
HEKOHTPOJIUPaHA aPUTMHUS
HeBb3MOKHOCT 3a mpennasBaHe Ha JUXaTEIHU IbTUIIA (CKIOHEH acTIupaLus
ObwuHa excriekTopanus (CeKpennn)
HeBb3MOXKHOCT 32 CHTPYTHHUYECTBO WK B30yna He
MOKE J1a ce aJanTupa Mackarta
CkoporrHa ornepanusi — TOpHH AUXATEIHN TbTHILA, TACTPOUHTECTUHATIHA

FiO; — ¢paxmms nma BaummBanus kuciopom;, PaCO; u PaO; — mapruwaaHo HajisraHe
CBOTBETHO HA BBIJICPOAHUS IBYOKHC M KUCIOPOIA B apTEPHUATHATA KPbB;

HUBIIH He BuHarm € ycoemHa 0Opd BCUYKH TMalMeHTH. BaxHa e
cuHxXpoHu3auuara Ha nauueHta ¢ HUBIIH, koaTo 3aBucu 0T NOAXOIAIIOTO TPUTEPUPAHE
Ha BJWIIBAHETO, OBp3WHATA HA HApAaCTBaHE HA HAITAHETO H IMKIUPAHETO Ha
BIUIIBaHe/m3AuIIBaHe. J[0Obp OTroBOp OT MPHJIOKEHHETO W € HaNuIe NpU ClajaHe
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yecToTaTa Ha JMIIaHE U Ta3W Ha ChpjeyHaTa JAeHHOCT, KaKTO M CyOeKTHUBHATa IpeLeHKa
Ha OomHus. M30ArBaHeTo Ha EHAOTpaxeajlHa WHTYOAUUs MOYTH BHHATM 3aBHCU OT
TOYHAaTa IIpELEHKAa Ha IPUYMHUTE 3a ocTpa npu xponuuHa JIH u Mepkure 3a
IIPEOJOSABAHETO 1 ¢ KOMIUIEKCHOTO JICYCHHE.

Bbopexkn akTUBHO mpoBexaaHOTO Jedenwe, BkiI. HUMBIIH, npu wacT oT mnanueHTUTe
MPOrPecUpaT CUMNTOMUTE W OEJNEe3UTe Ha PECIHUPATOPHUS JUCTPEC, C HapacTBallla XUIICPKAITHUS H
3aIIaliBanio CHMpaHe Ha OWIIaHeTo. ToBa Hailara mpeleHKa Ha MOKa3aHWSATa M Bh3MOKHOCTHTE 3a
WHTYOAIws 1 MEXaHWYHA BEHTHIIAIus (Tao. 4).

Tabnuna 4. Unaukanyu 3a ”HBA3MBHA MEXaHUYHA BEHTHJIAIMS MPU OCTpa Npu Xxponndna JIH
(Monudumupaso mo'™*

Pemenuero ce B3ema npu JIETI0TO Ha OOTHUS
1. He ronepupa HUBITH win meycriex or HUBITH
2. CnypaHe Ha JUIIAHETO MM ChpAeYHATa JEHHOCT
3. Benesu na nporpecupamia JJH
YecroTa Ha IUIIAHETO HajA 35/MUH
Bromraania ce taxukapaust i opanukapaus <50 B MUH
Texka TuCTHEs ¢ MPOABIIKaBalla ynorpeda Ha crioMaraTeiHaTa MycKyaTypa
’Kusorozactpamasaima xumokcemus (Pa02 < 40 mm Hg niu PaO2/Fi02 <200 Texka anuaosa
(pH <7.25) u xunepkanuus (PaCO2 >60 mm Hg)
4. KT'A He € OT MbPBOCTEIIEHHO 3HAYCHUE NP B3eMaHE Ha PEIICHUETO U OOUYAHO caMo
NOTBBPKIaBa KIMHUYHATA OLICHKA
5. BrionraBane Ha MEHTAJIHHS CTATYC, 3ary0a Ha Ch3HAHUE
6. [puapyxasaia XeMOJAMHAMAUYHA HECTAOMIHOCT MIIM HEBB3MOXKHOCT 3a TPOTEKIMS Ha
JUXaTEeJTHUTE ITbTHLIA

AoGcomoTHata croiiHocT Ha PaCO2, u3onupaHa OT KIMHUYHATa MPEIEHKa, HE € 0COOEHO
TOJIe3HA MPH pelIeHneTo 3a nHTyOarus. Mima nanuentu, kouto u npu PaCO2 ot 80-85 mmHg
OocTaBaT aJeKBaTHU U CHTPYJHUYAT 3a JICUEHHUETO, C BB3MOXKHOCT 3a OBJAJsABaHE Ha
CbCTOSIHUETO M U30sirBaHe Ha MHTyOauusATta. Ilpu npyru manueHTH AMIIAHETO CIHpa MHOTO
Ipey NMPOTrPECUPAHETO Ha XUIEPKAMHMATA J0 Te3W CTOMHOCTH, a IMOJIE3HHM 3a PELICHUETO
KIMHUYHU TapaMeTpy ca 4ecTOTa Ha JUIIAHETO (CHJIHO MOBHILIEH CTUMYN), Ch3HAaHUE U TUI
mumane. Korato ce mpunara HUBIIH npu Te3nm nanmeHTH MMa 3HAYMTENIEH PHUCK 3a
MOJIICHIBaHE HAa KJIMHUYHATA HECTAOWIHOCT M € HeoOXO0JMMO MOBHILIEHO BHUMaHUe. ToBa ca
JUI]a C MHOTO MalbK ThKaHEH KHCIOPOJAEH pe3epB, HaMajeH LMpKyIHupaml odem (HUCBHK
Cbp/iedeH Ae0MT) M BHCOK pPHUCK 3a CIMpaHe Ha ChpJedyHaTa JeHHOCT ako He Obaar
CBOEBPEMEHHO MHTYOUpaHHU.

3.5. JAbarorpaiina KucJopoaorepanus
[IpoBexxganero Ha ABATOTpaiiHa Kuciopomorepamnust (>15 4 B JEHOHOIIMETO) B JIOMAIIHU
YCIIOBUS TIpH TaIUeHTH ¢ XpoHmyHa JIH w Texka XWIIOKceMHs TpH TOKOW yBeJMYaBa
MIPEKUBSIEMOCTTa M To100psiBa mporHo3atal6. ToBa e 6e3cmopHO yCTaHOBEHO 3a OOJIHUTE C
XOBb u JIH.. Pemenuero 3a mpuitaraneTo i ce 6a3upa Ha JABYKpaTHO u3MepBane Ha PaO2 B
pamkuTe Ha 3 ceaAMUIM npu crabwieH mnanuedt. [lokazaHusita 3a JOMalIHa
KHCIIOpOIOTepanus ca:
1. Pa02 <55 mmHg (7.3 kPa) nnu SaO2 <88%, cbhc mnm 0e3 XunepKamHusi, TOTBHPICHO
JIBYKPATHO
2. Pa02 >55 mmHg (7.3 kPa) nHo <60 mmHg (8.0 kPa) wimu SaO2 88% ako e Hamuie
MyJIMOHAJIHA XUIIEPTOHHUSA, IepUPepHU OTOIM (KOHTECTHBHA ChpAECYHA HENOCTAThYHOCT) WU
MONUIUTEMUS (XeMaTOKpUT >55%).
JIpnroTpaiinara kuciopogotepanus (>15 1) momobpssa npexuBsemoctra nmpu XObb ¢ JIH
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JOCTOBEPHO IIOBEYE B CPaBHEHHUE C IOAABAHE HAa KUCIOPOJ caMo mpe3 Howmral7,18, mopanu
KOETO ITOCIIEHOTO HE C€ IPENOpPbhYBaA.
JlbarorpaiiHa KHCIOPOAOTEpAIUs MOXKE [a C€ IPOBEXAAa € KHCIOPOAEH KOHLEHTPATOD,
OyTuiKa ¢ KMCIOPOJ MO HasiTraHe WX BTEYHEH KUCIOPO/I.

Bcekn oT noaxoauTe UMa CBOM MPEAMMCTBA M HEAOCTATBIM, KATO U300pBT CE MpaBH
OT IIyJAMOJIOI B 3aBHCHUMOCT OT HQJIWYHUTE TEXHUYECKH CPEICTBA, KOUTO Ja OCUTYPST
IPOABIDKUTEIIHOCTTA.  JIpArorpaiiHaTa KHUCIOPOAOTEpANMs IPOMEHs IPOrHo3ara Ipu
narrenTd ¢ XObb u He OuBa Ja ce pasriiex/a Karo NajJuaTUBHA WM CUMIITOMAaTHYHA T'PHUXKa
3a TAX.

3abenesncka:

Jleuenuemo ¢ nepaspewienu 3a ynompeba neKapcmeenu npooyKmu ce u3gbpuiéa npu YCIoSusma u no peo,
onpeodenenu ¢ Hapeoba Ne 10 om 17 noemspu 2011 e. 3a ycrosusma u peda 3a JleyeHue ¢ HepaspeueHu 3d
ynompeba 6 Penyonuxa buvreapus nexapcmeenu npoOyKmu, Kaxmo u 3d YCl08UsSMa U peoa 3d GKIUEAHe,
NpOMeHU, USKIIOYBaAHe U 00CMABKA HA JeKApCmeeHu npooyKmu om cnucvka no 4i. 266a, ar. 2 om 3axoma 3a
JekapcmeeHume npooyKmu 6 Xymanuama meouyuna (06n. /[B 6p.95 om 2.12. 2011z., oon. /B 6p.24 om 12.03.
20132.) na MunuCmMBPa HA 30PABEONA3ZBAHEMO.
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