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I. BPOHXHAJIHA ACTMA
1. Onpenesenue

Actmara (BA) e xereporeHHO 3a0oJisiBaHE, KOETO OOMKHOBEHO CE€ XapaKTepusupa ¢
XPOHUYHO BB3NAICHUE HA JAUXATeTHHUTE MbTUIIa. Onpeaens ce OT pEeCIUpPaTOpHUA CUMIITOMH KaTo
CBUPKAHE B TI'bPJAUTE, HEIOCTUT HAa BB3AYX, CTATAHE B I'bPIUTE M KAIUIWIA, KOUTO BAPUPAT BHB
BPEMETO W IO WHTEH3MBHOCT, 3aC€JIHO C BapHAOWJIHO OTPAHWYCHHE HA CKCIIMPATOPHUS BB3IYIICH
MOTOK, KOETO MO-KBCHO MOXE Ja CTAaHE MOCTOSIHHO.

2. Paznmpocrpanenue

AcTtmara octaBa cBeTOBeH 31paBeH npobiem. BA 3acsra 10-15% ot nmemara u 5-10% ot
BB3PACTHUTE, C pa3MyHa 4YECTOTa B OTACITHUTE 4YacTU Ha cBera. PasmpocTpaHeHueTo W € mo-
roJIIMO B pa3BuTHTE cTpaHu. Okoso 339 MiH. ca manueHTuTe ¢ actMa B cBeta. bposT Ha GomHuUTE
or BA B bovarapus e vaxg 400 000 nymu. B rnobanen acnekt mpe3 2015 r. 0.40 muH. qymm ca
3aruHaiu ot BA, KOeTo € NOHMKEHUE Ha CMBbPTHOCTTa OT actMma ¢ 26.7% B cpaBHeHue ¢ 1990 r.
Haii-ronsiMo HamalieHHe Ha pa3NpOCTpaHEHHE U CMBPTHOCT CE€ OTYHTA B CTPAHUTE C BHCOK
conuaimHo-AemMorpadckn  wHIEKC. [loBedeTo OT CMBPTHUTE CclOydad TIOpajd acTMa, ca
npenoTBpatuMu. [lpuuuHUTE 32 TSIX ca HEMOAXOASI MOIXOJ B JIeueHHE Ha 3a00JIIBAHETO HIIU
peKoMepHa yrnoTpeda Ha obsiekdaBai OpOHXOIMIIATUPAL MEIUKAMEHT BMECTO IMOAIBPKAIIOTO
MIPOTUBOBB3MATUTETHO JICUCHUE.

3. KiuHu4YHA XapaKTepuCcTHKA

Knunnynara kaptuHa Ha BA BkiItouBa cieHUTE CUMOTOMU: MPHUCTHIIEH 33yX, CTSITaHE B
I'bpANTE, CBUPKAHE B I'bpauTe U Kaunummna. [IposBsBar ce karo AHEBHM €MU30AM, HapyllaBalld
oOnyaiiHaTa aKTUBHOCT Ha MAaLMEHTUTE WJIM HOLIHM MPUCTBIM OT 3a1yX, HapyllaBalld ChHSA U
nounBkara. Haii-xapakTepHa NposiBa € BHE3aITHO HAaCTBIIWJI IPUCTBI Ha 337yX, KOHTO 4ECTO Ce
HaOro/1aBa npe3 Houra. bomHUAT ce chOyk/J1a ¢ HETOCTUT Ha Bb3AYX U TEXKECT B I'bPAUTE, KOUTO
ro NpUHYXKIaBaT 3a 3a€Me€ CEIHAJO IMOoJIoKeHHe. Te3u CUMOTOMHU ca MPUIPYKEHU C MBUUTENHA,
Jpa3Hellla Kalululla M XpUNTeHEe U CBUpKaHe B rbpauTe. [Ipm ayckynraius ce ycTaHOBsIBa
OTCJIA0CHO WM HM30CTPEHO BE3UKYIAPHO JMIIAHE C YIBJDKEH EKCIUPUYM M JTUDY3HH CyXHU
CBUPKAIIY U XbPKaIl1 XPUIIOBE.

IIpn TexBbK acTMaTU4YEeH MPUCTHII, TPOABIHKABALL OT YacOBE A0 ACHOHOIIMSA, CE TOBOPH 3a
acTMaTH4YeH crtaryc. Toll He ce NOBIMSBA JOCTATBYHO OT OpPOHXOAWIATATOPHO JICUCHHE.
[IpyunHuTE 32 BH3HUKBAHETO MYy Morar Ja ObAaT: psA3KO MPEeKbCBaHE Ha JIEYECHHETO, HEMpaBUIIHA
MHXaJaTOpHA TEXHUKA, MACUBHA €KCIO3MIIMS HA AJIEPreHH, BUpYCHA MH(EKIIHUS U/UIH HETIPaBUIIHO
nedyeHre. CBCTOSHUETO € TEXKO M JKMBOTO3acTpamiasamo. M3uckBa XocnuTalu3alus B
CMELUANIN3UPAHO 3/IPaBHO 3aBe/IeHUWE, HHTEH3WBHO OTIENCHHE M MpU HYXKJIa HHTyOauus |
MeXaHHYHa BEHTHJIALUS.

4. lmarnosa
JAmnarno3ara TpsiOBa 1a ce 0a3upa Ha:

I/ICTOpI/ISI Ha 3a00JIIBaHETO: CHMIITOMH M TSAXHaTa AaBHOCT, aJICpTUYHU PCAKIIUN KbM
Ppa3jiniHu AJICPIreHU U MCAUKAMCHTH, (I)aMI/IJ'IHa dHaMHC3a,



- JlokasarencTBa 3a 3HaYMMa BapuaOMIHOCT HA OTPAHHMUYCHHETO Ha BB3IYIIHUS JACOUT
— OemoapoOHU (GYHKIIMOHATHU W3CIACABAHUSA (CIMPOMETPUYHHM TOKa3aTeau) W
MIOJIOKUTEJICH OPOHXOIUIIATATOPEH TECT;

- JlokasaresncTBa 3a quarHosa OT IALMEHTCKaTa JOKYMEHTAalus Npeau CTapTHUpaHe Ha
TEepanusira;

- Yecto e TpyAHO Ja ce IOCTaBM KOpPEKTHa JAMartHo3a, KOrato € CTapTHpaHa
KOHTpPOJIMpAIla TEPaIusl.

AcTMmaTa ce XapakTepu3upa € XPOHUYHO BB3MNAJICHUE HA JUXATEITHUTE MbTHUINA U C
OpOHXHMaTHA XUIIEPPEAKTUBHOCT, HO CaMO TOBa HE € JIOCTAThYHO 3a IMOCTaBSIHE Ha IMarHo3ara.
¢ Iloguwena seposasmnocm cumnmomume 04 ce ObJIHCAM HA ACMMA UMA, AKO:
e [lamuenThT choOIIABA 3a MOBEYE OT €IWH BUJ CUMITOMH (XpHUIIOBE, HEIOCTUT HA BB3AYX,
KalllJIUIIa, CTSITaHe B TbPAUTE);

e CHUMITOMUTE YECTO Ca MO-U3PA3EHU WM CE€ 3aCUJIBAT IIPE3 HOLLTA WJIM PaHO CYTPUHTA,
e CuMNOTOMHUTE BapupaT BbB BPEMETO U 10 HHTEH3UBHOCT,

e (Cumnromure ce IIPOBOKHPAT WJIK 3aCUJIBAT OT BUPYCHU I/IH(beKLII/I; (bPISI/I‘ICCKO HAaTOBApBaHC,
H3JIaraHe Ha aJCpreHH, IIPpOMCHH B aTMOC(bepHI/ITe YCIIOBHA, CMAX,; APasHCIIM BCIICCTBA,
KaToO HU3ropeiik ra3oBec, 1uM Uil CUJIHN MUPHU3MU.

¢ Ilonusicena eepoamuocm cumnmomume 0a ce Ovadcam Ha ACMMA UMa, aKo.
e M3onupana kammna 6e3 Jpyru peciupaTOpHU CUMIITOMY;

e XpOHMYHA IPOJYKTHBHA KAllUIMIA C OTACIISIHE HA XPayuKH,;

e 3aTpyAHEHO JMIIAHE, CBbP3aHO ChC 3aMaiiBaHe, rIaBo0o0Jive, OPTOMHUOYHO MOJIOKEHUE UITU
U3TPBIIBaHE HA KPAaHHUIIUTE;

e boJsika B I'bpJUTE CHC CTCHOKAPJICH XapaKTep;
e JlunHes, npeAU3BUKaHA OT YIIPAKHEHHS ChC CTPUIOP.

¢ Ilomevpoeme nanuuuemo Ha NPOMEHIUBO 0ZPAHUYEHUE HA 8B30YUIHUA NOMOK!
DyHKUUOHATHO-OUAZHOCMUYHU KPUMEPUU 34 NOCMABAHE HA OUAZHO3ama OPOHXUATHA
acmma — nPOMANHA 8 CRUPOMEMPUYHUME ROKAZAMENU:
o Jla ce nokaxe, ue Dopcupanus Excrmpatopen Obem 3a 1 cekynma (PEO1) u
®opcupanusat Buranen Kananuter (PBK) ca namaneHnu (moHe BeAHBK, HAPUMeED,
korato ®EO1 e HUCHK);

e CrotHomenunetro PEO/DBK obukHoBeHO € >0.75 — 0.80 mpu 3apaBu BH3paCTHU U
>0.90 mpwu nena,

e VBepere ce, ye BapuanuiTra B OenoiapoOHarta (yHKIMS € TMo-roysiMa (TpH
ex3arepoanms >20% 3a AEHOHOITHE), OTKOJIKOTO MPHU 3PAaBU UHIUBH]IU;

e KonkoTo mo-roysisiMma € BapHaOWIIHOCTTA, TOJIKOBA IIO-TOJsIMa € BEPOSTHOCTTA
IMarHo3ara J1a € acTMa;



[MonoxxuTenen OPOHXOAUIATATOPEH TeCT (IPU B3PACTHH: YBEINYCHUE HA

®EO1>12% u >200 mL, npu neua — ysenudenue >12%. [Toumasane na ®EO1 mipu

BB3pacTHH ce oTunTa Ha 15-20Ta MUHYTA Clle]] HHXanupaHe Ha Obp30/ieiicTBaIll
OponxonunaraTop (candyramoin) B go3a 0.4 mg, CrpsMo U3XOHUTE PE3YIITATH,

3HaunTeIHA JAHCBHA IMPOMCHIIMBOCT, H3Pa3€Ha 4YpC3 MHU3MCPBAHC Ha B'prOBI/I

A

Excrnimparopen /Jle6ut (BEJl) — nBa bt qHEBHO cnenene Ha BEJI, cytpun u Bedep

(cpenna amrmutyaa x 100/cpeana qHEBHA cpeHa CTOMHOCT) 3a 1-2 ceamuny,

3nauutenno  yBenmueHue Ha @ DOEO: wm  BEJl cmen 4 ceamunm

MIPOTUBOBB3MAIUTENHO JeueHue ¢ nuxanaropeH kopruxkocrepous (MKC);

IlonoxuteneH TeCT C HAaTOBApBCHC — TIIPOBOKHpPAa HaMaJICHUC Ha OCHOBHUT

C

JAUHAMHUYHH CIIMPOMCTPUYHU II0KA3aTC/Ii IIpU CIIMPOMETPUA CJIICO (1)I/ISI/I‘IGCKO

HAaTOBapBaHE CIPSIMO U3XOAHUTE B IIOKOM;
[TonoxxurenHn OPOHXOMPOBOKAIIMOHHU TECTOBE,

I'onemu Bapuanuu Ha GenoapoOHaTa GyHKIUS HAa KOHTPJIHUTE TPETJICIH.

¢ OCHOBHH ANArHOCTUYHU MCTOH, 34 YCTAHOBABAHC Ha 6p0HXI/IaJ'IHa acTMa

W3zcnensane Ha mepudepHa KPbB 32 €03UHO(HITHS;

CriupomeTpusi — CIMPOMETPUYHUTE MOKa3aTeNId MpHU JIeKa U CPEAHO-TEXkKa acTMa
OOMKHOBEHO ca B pedepeHTHHTE TpaHUIM H3BBH NpucTbi. [lpu mepcucrupaiia
OponxuaiHa 00CTpyKIHs ta Hamanenu croiHocture Ha ®EO1 u ®BK, npexumuo 3a
CMETKa Ha IbpBUA, CHpAMO npennasuaeHure cronHoctd. Hamanen e u BEJI. Ilpu
3acsiraHe Ha MAJKUTE JUXAaTeIHW IbTUINA IMpPH TEXKKa acTMa HACThIIBA TPAWHO
HaMaJIeHUe Ha MAaKCUMAJHUTE CPE/IHU eKcrupaTtopHu 1eoutn2s.75 (MCE I25.75);
bponxoaunatatopeH TecT — IMpoBeXJa C€ MpU MbPBOHAYAIHO IIOCTaBsSHE Ha
nuarno3ata. llopumenue Ha ®DEO1 ¢ 12% wu 200ml cnen 4 wunHxamauuu Ha
kpatkozeicTBaiy B2 aronuctu (K/IBA);

BpoHXONpPOBOKAIIMOHHM TECTOBE — 3a OIIEHKa Ha OpOHXMalHaTa pPEAaKTUBHOCT C
METaxXOJIMH, XUCTAMUH, HATOBapBaHE, XUIEPBEHTUIALINS UJIM MHXAJIATOPEH MaHUTOI;
ExenneBno m3amepBane Ha BEJ] u umu3uncnsBaHe Ha BapuaOMIIHOCTTA, KOATO MPH
3npaBu uHauBHM € <10%, a npu actmaruuu e >20%;

[uTomornyHo m3cienBaHe Ha Xpauyka, CHOHTAHHO OTJENeHa WU MHIAyLHpaHa upe3
XHUIEPOCMOJIAPHU Pa3TBOPH U OMpeEieliiHE THIa Ha Bb3MaJIeHUETO,;

N3scnensane Ha azoten okcua (NO) B M3auIIanus Bb3IyX;

Koxno-anepruunu npobu (KAII) kbM cTaHIapTHH allepreHd — IOJIEHU, IJIECEHH,
MYXBJI, JOMAIIIEH MpaxX, KO3MHA Ha JIOMAIIIHU JTFOOUMIIH, MUKPOKBPIIEKH U JIp.;
W3cnenBane HUBaTa HA TOTANHU U cnienuduunu IgE.

5. lu¢epenumnanna 1uaruosa

1. XOBbb; 2. XponuuHa 3acToiiHa ChpJieuHa HEIOCTaTBYHOCT — OenoapoOeH 3acToif; 3.
Octpa cbpaeYHa HENOCTAaThYHOCT — KapJuajiHa acTMma, OenoapoOeH oTok; 3. MexaHW4Ha
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0OCTpYKITHS Ha Tpaxesita U OPOHXUTE — TyMOp, Y&k 10 T10; 4. bemonpoben TpoMO0eMOOTH3bM,;
5. ITaeBmotopakc; 6. I'actpoezodareanen pednykc wim racrpoe3odareaina pedurykcHa 6osect
(TEPB); 7.JucdhyHkius Ha TiacHuTe Bpb3kH; 8.CHHIApOM Ha XulepBeHTWwIanusTta, 9.
[IcuxoreneH 3aayx/pecnuparopHa HEBpPO3a.

6. Jleuenue

OCHOBHUTE IBITOCPOYHM LIEJIU IIPU JIEYEHUE HAa acTMaTa ca B IB€ OCHOBHH 00JIacTu:

- Konmpon na cumnmomume: nocturane Ha 100bp KOHTPOJ HA CUMIITOMHUTE U TIOJ/IbpKaHe
Ha HOPMaJIHU HMBA Ha (PU3UYECKA AKTUBHOCT;

- Ilonuscenue na pucka:. na ce CBele /10 MUHUMYM OBACHIMAT PHCK OT eK3amepOanuw,
(UKCUPAHOTO OrpaHMYEHHE Ha BB3AYLUIHUA IOTOK; HEXKEIaHUTE CBOUTHUS, IBJDKALIM Ce Ha
IIpUJIaraHUTe JIEKapCTBa U HaMaJICHUE Ha CMBPTHOCTTA [1OPay acTMa.

[Tocturanero Ha Te3W LENM M3UCKBA MApTHHOPCTBO MEXIY MALMEHTUTE U MEAULIUHCKUTE
CHEINAIUCTH.

Jleuenuero ce 6a3upa Ha JBe OCHOBHHU HAIlPaBJICHUs: OLIEHKA U KOHTPOJI HA CUMIITOMUTE Npe3
nocjeHuTe 4 CEIMHUIIA M HaMaJsiBaHE Ha PUCKOBUTE (PaKTOPH 32 Bb3HWKBAHE HA HEOJIArONPHUSATHH
nocnenctBus. Jleuennero Ha BA e HempekbCHAT IUKBJI Ha OLIEHKA, KOPEKLUUS M IPOBEpKa.
Huxanamopnama mepanus e ¢ 0CHO6ama HA 1e4eHUEMO, HO MA 3A6UCU OM NPOMEHAUUmE ce
puckosu akmopu u KOHKpemHUme XapaKmepucmuku, RPeOnOYUmMAaHnus u nPAKmuiecKu
YMeHuAa Ha nayuenmume. Y CIICIIHO ITOCTUTAHE HA 33aJa/ICHUTE LEJI 3a KOHTPOJI € MpeocTaBKa
3a penylLpaHe Ha TepanusTa.

OneHkara Ha acTMaTa MpH MALMEHTUTE C€ M3BBPIIBA MEPCOHATUIUPAHO UPE3 M3MOI3BAHETO
Ha BaJIMIMPAHU BBHIIPOCHUIM U TECTOBE 3a KOHTPOJ Ha actMmara, karo Actma koutpoi Tect (ACT) u
BwnpocHuk 3a konTpoi Ha actmara (ACQ).

- Acmma konmpon mecm — Asthma Control Test (ACT).

TecTbT BKIIOUBA YETUPU BBIIPOCA 3a CUMIITOMHU U yroTpeda Ha Obp30/eiicTBall HHXAIATOP
IpU HYXJa, U €IUH BBIPOC 32 CaMOOLIEHKa HHMBOTO Ha KOHTPOJ 3a MOCIEeAHUTE 4 CEeIMUIM.
Pesynrature Bapupar ot 5 1o 25 touku. Ot 20 10 25 TOUKM ce OTHACAT 3a 10Ope KOHTPOJIUpaHa
BA. Ot 16 1o 19 Touku — HenoOpe kKoHTponupaHa BA u ot 5 10 15 TOYKM — MHOTO JIOILI KOHTPOJI Ha
BA. MuHumanHaTa KIMHUYHO 3Ha4MMa pa3jivka € 3 TOUKH.

- Bvnpocnux 3a xoumpon na acmmama (ACQ 5, 6, 7). ACQ7 BkmouyBa 5 BbIOpoca 3a
CHUMIITOMH, €MH BBIIPOC 32 yrnoTpeda Ha Obp30AeHCTBAI HHXATIATOP MPH HYXKJA Mpe3 MOCIeIHUTE
7 AHM W aKTyajlHa CTOMHOCT Ha mpeOponxoawnatatopeH @EO: B NpOLEHT OT MNpeaBujeHaTa
croitHocT. ToukoBusAT c6op € or 0 10 6 (1Mo-BUCOKUAT cOop € Oener Ha HeNOOBpP KOHTPOJ Ha
actmata). Ot 0 10 0.75 Touku — 100Bp KoHTpOI, 0.75 10 1.49 Toukm — cuBa 30Ha, > 1.50 — oI
KOHTpoJl. MMHHMMaHaTa KJIMHUYHO 3HaunMa pasiuka e 0.5. ACQS5 BkirouBa camo 5 BbIIpoca 3a
OLIEHKa Ha KOHTpPOJIa HaJl CHMIITOMUTE.

- Oyenka Ha KOoHmMpoaa Hao cumnmomume npes npedxoouume 4 ceomuyu (GINA): ocHOBaBa
Ce Ha CIEJAHMTE IOKa3aTead — JIHEBHH CHUMIITOMHM IIOBE€YE€ OT JBa IBTH CEIMUYHO, HOLIHH
CHUMIITOMH, YNOTpeba Ha MHXAaJaTop MpH HYXk/Ja MOBeYe OT J[BA IbTH CEIMUYHO, OTPAaHUYEHUS BHB
¢u3nyeckaTa akTHUBHOCT MTOPaJy CUMIITOMH Ha acTMaTa.

OneHkata Ha KOHTpPOJIA CE ONPENENs KaTo: HEKOHTPOJIMpPAHA acTMa NMpHu 3-4 MOJOKUTEITHH
OTTOBOPA, YAaCTUYHO KOHTPOJIMPAHA MNpU 1-2 MOJOXKUTETHU OTroBOpa, KOHTpoiupana mpu 0
II0JIOKUTETTHU OTIOBODA.

[IpocnensBanero Ha BwpxoBus Excnuparopen [leout (BEJl) moamomara oreHkata Ha
OTroBOpa KbM TEpaIusATa U OTKpUBAHE HA (GaKTOPU OT OKOJHATA Cpesia, KOUTO OKa3BaT Bb3ACHCTBUE
3a JIOLI KOHTPOJI Ha acTMaTa.

e KonTposmmpana actma
=  Munumannu (Hail-nodpe 0e3) XpOHUYHU CUMITOMU,




=  MuHuMaTHN (HEUeCTH) eK3arepoanuu;

= be3 nocenieHys B CIICHIHY 3B€HA U XOCTIUTAIM3AINH 32 U30CTPSIHE HA acTMATa;
* MuHuMaHA HY)KJa OT Obp30aelicTBal 32-arOHUCT IPH HYK/IA;

= be3 orpaHnyanusi B aKTUBHOCTTA (BKII. (DU3MYECKA);

» Bapuabunurer Ha BEJ[ < 20%;

» Hopwmanen (viu mouru Hopmaien) BE/I;

* MuHUMaJIHU CTPAHUYHU JIEKAPCTBEHU €PEKTH.

Camoctostenno npunoxkenue Ha KJIBA 3a npoabKUTEIHO BpeMe WM MOCTOSIHHA Tepamnus
MpU HYXKJla HE C€ MPENnopbyuBaT, Thbil KaTO PEIOBHOTO WM YECTOTO MM IPHIOKEHUE IMOBUIIABA
pHCKa 3a eK3anepOaIuy Wid CMbPTHOCT (>3 (urakoHa/TOAUIITHO IMOBHINIABA PUCKA 3a eK3alepOalli,
a >12 dnakona/rogumuo win 1 QuakoH/MecedHo — pucKa 3a CMBPTHOCT). IlpemopbuBa ce
KOHTPOJIMPAIIIO JIEYEHHE C MEAMKAMEHTH, ChAbPsKaIIK HHxanaropuau koprukocrepouan (MKC, ICS)
3a peaylHpaHe Ha PUCKA OT YECTHU U TEKKH €K3alepOaIiy U 3a KOHTPOJI Ha CUMIITOMUTE.

e OreHka Ha TEXXECTTa Ha acTMara

¢ Jlekara actma ce ompejaelis KaTo qo0pe KOHTPOJIMpaHa upe3 MPHIIOKCHHE Ha HUCKU JIO3H
unxanaroper |CS-formoterol npu Hyx1a, KOETO € MPEMOPHUYUTEIHO CIIOPE HACOKHUTE B JIOKyMEHTA
GINA. Bropusr nmoaxos BkiroyBa HUCKa 03a ICS kato KOHTpoIMpalia Tepanus | IpHIOKEHUE Ha
unxanaropeH K/[bA nipu Hy»)K/a.

I[Ippu nexka actma ce TmpenopbyBa pEJOBHO JICUEHHWE C HHUCKAa J103a HWHXAJIATOPHHU
koptukoctepouu (ICS), karo BUCOKO €eKTUBHU 32 HaMaJSIBAHE HA CUMIITOMHTE W PEIyKIUS Ha
pHUCKa 3a CBBpP3aHHUTE C acTMa ek3alepOalnu, XOCHUTaIu3auus U cMbpT. JleueHue mpu Hyxaa c
nucka go3a |CS-formoterol namansiBa pucka 3a ex3arnepOaiuy ¢ OKOJIO JBE TPETH B CPaBHEHHUE C
neuenue npu Hyxnaa ¢ K/[bA (tabm. 1).

Ta6n. 1. /IneBHa n03a (MCY) MHXATATOPHU KOPTUKOCTEPOUIH MPU BB3PACTHU U Jena Hajx 12
r. (GINA 2019)

MeauxkameHT Hucka no3a Cpeana no3a Bucoxka g03a (mcg)
(mcg) (mcg)

Beclometasone dipropionate
(pMDI, crannapten pa3mep Ha 200-500 >500-1000 >1000
yacrtuimre, HFA)

Beclometasone dipropionate
(DPI wim pMDI, excrpaduau 100-200 >200-400 >400
yactuiy, HFA)

Budesonide (DPI umu pMDI,
CTaHJapTEH pa3Mep Ha 200400 >400-800 >800
gyactunute, HFA)

Ciclesonide (pMDl,

ekcrpaduun gactuiu, HFA) 80-160 >160-320 >320
Fluticasone furoate (DPI) 100 n.a. 200
Fluticasone propionate (DPI 100250 >250_500 >500
or HFA)

Fluticasone propionate 100-250 >250-500 >500




(pMDI, cranpmapren pasmep
Ha gactuiure, HFA)

Mometasone furoate (pMDI,
CTaHZApPTEH pa3Mep Ha
yactuiure, HFA)

200400

200400

>400

3aBucu ot DPI

3asucu ot DPI

3asucu ot DPI

YCTPOMCTBOTO, YCTPOMCTBOTO, YCTPOMCTBOTO,
Mometasone furoate (DPI) Kparka Kparka Kparka
XapakTepUCTUKA | XapaKTepPHCTHUKA Ha | XapaKTepUCTHKA Ha
Ha MPOJYKTa MIPOJYKTa MPOJIyKTa
Triansinolone acetonide 400-1000 >1000-2000 >2000

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

¢ CpenHo-TexKaTa acTMa ce OMNpeneNs KaTo JoOpe KOHTPOJIUpaHa MpH MPUIOKEHHE Ha
WHXAJIaTOPHU MEIUKaMEeHTH, BKItoueHu B CThiika 3 win 4, o npenopbkure Ha GINA, wim ¢ Hucka
i cpeana no3za ICS/LABA.

¢ Texkara acTMa ce ompejens KaTo acTMa, KOSTO OCTaBa HEKOHTPOJIMpaHa HE3aBUCHUMO OT
OIMUTMHU3UPAHOTO JeucHue ¢ BUCOKHU 103U ICS/LABA, uiu actMa, KOSTO H3UCKBA JIEYEHUE C BUCOKH
no3u ICS/LABA 3a na octane ¢ 1o0bp KoHTpoul. Texkara actma TpsiOBa na ce otaudepeHnupa ot
T.Hap. TPyJIHa 3a JIedeHHe acTMa. AcTMara He ce KiIacHu(HIMpa KaTo TeKKa, aKkO CHUMITOMHUTE U
HaMaJIeHUTe (YHKIIMOHATHHU ITOKA3aTeld Ha JUIIAHETO C€ TOM00psSBaT 3HAYMTEIHO, KOraTro ce
o0BbpHE BHUMaHUE Ha (PaKTOpH, KaTO TEXHUKATa HA HHXAIHpPaHe U MPUAbP)KaHe KbM yKa3aHUsATA.

¢ Tpynnarta 3a JIedeHHE acTMa € Ta3u, KOSITO € HEKOHTPOJIMPAaHa BBIIPEKH JICUCHUETO B CTHITKA
4 wvnu 5 no GINA, nanp. cpenuu unm BUcOkH 103U Ha ICS ¢ BTOpO KOHTpOJIMpanio CpeicTBO;
MOJIbpPIKAIA Tepanusl C MEePOPATHA KOPTHUKOCTEPOUIU, WIIM KOSITO M3WCKBA TAaKOBa JICUCHHE 3a
MOAIBPKAHETO Ha MOOBP KOHTPOJI HAa CUMIITOMHTE M HaMmalsiBaHE Ha pUCKa OT U30CTpsHUA. B
MHOTO CJIy4au TsI MOXE Jia C€ OKake TPYy/AHA 3a JIeYeHUE mopaiau (PakTopH, KOUTO MOJJIeKaT Ha
MpPOMsIHA, KaTO HEMpaBWJIHA TEXHHWKA Ha HWHXAJUpaHe, JIOMIO NPUIbpKAHE KbM YKa3aHHSITA,
TIOTIOHOITYIIIEHE, HEKOHTPOJIUPAHU CHITHTCTBAIIY 3a00JISIBAHIS HITM TIOPAIA HENPABHITHA JTUArHO3A.

[Ipn mepcucTupamy CHUMOTOMH W/WIM ek3alepOanuu BbOpekH HHUckaTa no3a ICS ce
MpernopbuBa MpPEeMUHABAaHE KBM TI0-BUCOKA CTHIIKA, HO TPEIUd TOBa TpsiOBa Ja ce TMpPOBEpHU
WUHXallaTOpaHTa TEXHHUKA, NPUIbPKAHETO KbM KOHTpPOJNMpAIlaTa Tepanus, eKCIO3WIUs Ha
anepreHu U komopOuaHocTu. [Ipennounrana cTeiika 3a B3paCTHHU U MOAPACTBAIIM € KOMOWHAIUS
Hucka no3a ICS-mearonerictBamy B2 aronuct (JJABA, LABA). Ilpu BB3pacTHU U MOJpacTBaIIU C
eK3arepOannu, BIIPEKH Apyrata Tepamus, pUCKBT 3a eKk3arepOalus ce HamalsaBa ¢ KOMOWHAIUS OT
nucka no3a |CS/formoterol (c beclometasone unu budesonide) eqHoBpeMeHHO 3a MOIbpPKAHE U 32
o0JeK4yaBaHe Ha CHMIITOMUTE, B CPaBHEHHE ¢ TIOAbpxKailo Jedenue mitoc K/[bA npu nyxna. Toa
¢ taka HapeueHus MART — Maintenance and Reliever Therapy moxxox mo mpenopbka Ha GINA
(budesonide/formoterol DPI B eqnokpatna no3a 160/4.5 mcg uimu 80/4.5 mcg npu gena ot 6 g0 11
rogunn, win beclometasone dipropionate/formoterol fumarate dihydrate pMDI u DPI B
enHokparHa no3a 100/6 mcg npu Be3pacthu). [Ipusarat ce kaTto 00JIeKYaBaIO JICYCHUE IPU HYXK/1a
Ha BCUYKH CTHITKH OT TeparusTa.

[To-BHcOKa CThIIKA JIEUEHUE CE€ 3aroYyBa MPU CHUMIITOMH Ha acTMaTa IMpe3 MOBEYEeTO THU OT
CeJIMHIIaTa W/WIIH CHOYKJIaHE OT TAX BEIHBXK WM IMOBEYE IMBTH CEIMUYIHO, OCOOCHO MPU HATNIHE
Ha PUCKOBH (akTopu 3a ex3anepbanus. [Ipu mbpBa mposiBa Ha acTMara ¢ ek3arepOarus ce mpuiara
KpaThK KypC MEpPOpaIHd KOPTHKOCTEPOWUIU M 3al0YBaHE Ha PEJOBHO KOHTPOJHMPAIIO JICUCHHUE
(Bucoka mo3a ICS wmu cpenna no3a ICS/ LABA). [Ipu nmocturane Ha mo-100bp Win 100bp KOHTPOI
Ha acTMaTa ce NMPEeMHHaBa KbM CTBIIKA HAJIONy Karo ce kopurupar jmo3ute Ha ICS mo mocoka
HaMaJIsIBaHe.



[Tpu neuennero Ha BA ce npunara crenanoBuaeH noaxos (dur. 1A u b):

c‘!'bl'la.l'IOBH.qu noaxopA 3a KOHTPON Ha CUMNTOMMUTE
U MUHUMU3IHUPAHE Ha 6'bﬂeu.l‘ﬂﬂ PWUCK NpK actma :
+ Bucowa dosa
CTHKA4 - iestaps
p « Hacousawe Ha
CTbIKA3 + nauvesma sa
CTHIMKA1 CTHIKA2 Cpg,r,uia iberomunusLpand
NPEQMOYMTAH W3EOP poza . ta{:{hmaum
= . feveHue ¢
HA NMOAOBLPXKALLA > fotropi
s i Hucka gosa ICS unv npy Hyxaa Hucka HHckana ICSILABA ' fotopium
IESfomoterol po3a ICS/formoterol * s anilLGER
ICS/LABA DoanidR
> ..anh-TSLP
Cpedna/Bucoka Bucoxa doza  yljobaseme wuck|
Husea dosa doaa ICS ICS, dobaseme § dosa OCS, o
[pyeu ebamoxHocmu 168 scenu Neskompueros peyenmoper anmazorucm (LTRA) umu Hucka Hucka dosa tiotropium obMLCTome
preid o dosa ICS ecexu mom ¢ npuema Ha SABA T |CS+LTRA# unu doSaseme
1 CEKL Mbim HERENGHLIME
LTRA# exhexmii
TPEANCHUTAH OBNEKHABALL Mpu Hyxpa Hucka goza ICSHormoterol * i Mpu Hyxaa Hucka goaa ICS/formoterol
MEJMKAMEHT H
Joyeu examoxsocmy | [pu Hyyeda kpamuodeiicmaaiy 8,-azoHucm (SABA) J
- buds i farm) # Mucua S 5 AT, o
+He 5 e SABA miw BOP-Jorm noggnpaais m ofnrssanain 1epans
AP Apdansue wa HEM SUIT sa peyncreews i w G0 *70% o7
ExeaHeBHH
CHUMNTOMM MNK g‘:(aCTT:O:(y:i:\uo
CumnTomMu npes cubyxaaHe ¢ aa e HeoBXomM
NOBEYeTO AHU acTma BeAHbX 3a naumenTH ¢
WNK Cx Al nnu Texxa
CumnTommu ¢ acTMa no-yecro ¥ HeKoHTponupaHa
npes BEAHBX noxwnxeHa BO acTma
NO-ManuKko or CEAMNUYHO UNn DyHKUMA
. 3anouHn OTTYK 3KO: 4-5 aum ot no-4ecTo ]
cenMuyaTa - ) Crunka 5
- Crbnka 4 [obaesue Ha LAMA
Ouenrka Ha cpeHoTHRA.
(OBS TE Crenka 3 m e Ra ce obmucm BiCOKa
(Track 1). Ynotpeba Ha Crenka 1-2 Gt (CS-formoterol skt
ICS-formoterol kaTo o6nekvasawa Mpw Hyxaa wucka aoza ICS-formoterol (CS-formoterol + anti-IgE, anti-IL5/5R
Tepanus Hamansea pucka or anti-IL4R. anti-TSLP
exsauepbaumn B CpaBHEHHE C -
ynotpeGara Ha SABA O6nekyasauya repanus: [Mpu Hyxaa Hucka goaa ICS-formoterol
NMupBa oueHka
» MoTtevbpau auarkosara
+ KoHTpon Ha cumnTomuTe = —
1 NPOMEHNUBITE PUCKOBI ey OKC o
hakropu - 1 cubyxaane ¢ Col0 A €
+ KOMOpBMAHOCTH Cumnromm npes AcTMa BeaHBX :‘::a;‘:"( =
+ WHxanaTopHa Texsuka u PRl sl Texxa
npuabpxKaHe cacTma seawsx B dyHKum ;*;:’M’:’mm"
« lMpeanounTaHus Ha Cumnromu 22 camae N
nauveHTH 1 yenu BN e J -
::':-axo ot .: 2 3 ) - Crunkad Aobapane va LAMA
KO ONEP u . S i - Crbnka 3 Cpennal/sucoxa 0““‘:6“? m“mk
ANTEPHATUBEH PUNIUAB P - H noaabpXala Ha cooomnciv B
(Track 2). Mpeaw aa oBMUCHTE Crunka 2 Aok 032 ICS-LABA roaALpXalLa ao3a
T : Crunka1 Hucka nopaspiaila noanvbpXKalia aoza ICS-formoterol,
pexum cbe SABA, nanu nauMesTsT ICS-LABA 8
ce NPUABLPHKA KbM AHEBHUA HoGassane Ha ICS npy aocsalCs + anti-IgE, anti-IL5/5R;
PURLP) npue Ha SABA anti-IL4R, anti-TSLP
KOHTpOnep
Obnexyasalla repanus: Mpu Hyxaa SABA
Apyau eapuaHmu 3a KoHmponep i
(o2panuyenu u ayuy uny n; Hucka 8038 /CS npu noueM | - oooays 3638 (CS, umu s L ﬁﬁ:ﬁfmg :;ZT?QAW"
(o2p u L L Ha SABA, unu dobaennens |  GEECHa 0938 oo U unu LTRA unuHDM sl sl
Manko doxazemencimsa 3a LTRA, uriu 806a6ne Ha e DA SUIT SUB M moNaa 3030 00S 1o nexaiicnanme e
euxacHocm u besonacHocm) HOM SLIT ¢ Kdut sucoxa Cosa ICS CTPaRASK ST

@ur. 1. TepaneBtuuna crpaterust GINA, 2022 — 2023.

Crobnka 1 — IIpeanoynTan noaxoja, NpueM NMpH Hy:K1a Ha HUcKa xo3a |CS/formoterol
e Jlpyru onuuu
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- penoBHa qHeBHA HHcKa no3a ICS

- nucka po3a ICS, Bceku bt Korato ce BzuMat KJIBA

Crpnka 2 — IlpeanmoyuTana onuusi € peaoBeH NMpueM Ha Hucka ao3a ICS miaroc nmpu Hy:Xxkaa
Hy:k1a Hucka go3a |CS/formoterol win KJIBA

e Jlpyru Bb3MOKHOCTH.

- JeBKOTpHEHOBH perentopHu antaronuctd (LTRA), HO Te ca mo-manko e(eKTHBHU OT HHCKA
no3a ICS, ocobeHo 3a npenoTBpaTsBaHe Ha ek3amepOanuuTe
- Komb6unarms ot nucka go3a ICS/ LABA u npu nyxaa KJIBA.

- Ilpu 4ncro ce3oHHa alepruyHa actMa 0e3 CUMNTOMHU B UHTepBaiuTe ce npenopbuBa UKC,
KaTo MPUEMBT Ja MPOABIKH J0 4 CEIMUIIM CIIE]] Kpasi Ha €KCIIO3HUIIUATA

Crbnka 3 — IIpeanmouynTana onius € NoAIbpP:KaIIA Tepanusa ¢ Hucka 103a |ICS/LABA u npu
Hy:xk1a K/[BA, niu nomibp:kaiia 1 odjiekyaBaina Tepanus ¢ Hucka aosa |CS/formoterol

e Jlpyru onuuu

- moBumaBaHe Ha go3ara Ha ICS o cpeana no3a (mo-manko edexrusen ot ICS/ LABA)

- nucka jno3a ICS moc LTRA wnim vucka mo3a theophylline cbe 3a6aBeHo ocBoOOXK 1aBaHe
- TIpH MalMeHTH AIEpIHYHM Ha JOMAaIIeH Mpax J1o0aBsHe Ha CyOJUHIBaIHA HMYHOTEPAITHs
(SLIT), mpu ®EO1>70% OT npeaBHACHUTE CTORHOCTH.

Crbnka 4 — [Ipeanounrana omuus e MOAIbPIKaIa Tepanus cbe cpeana go3a ICS/LABA n
npueM Ha Hucka go3a ICS/formoterol mpu Hy:xma, miau cpexna no3a ICS/LABA mmoc npu
nyxna K/[bA._

[Tpy HAKOM MAIMEHTH, MPU KOUTO acTMara € HeKOHTpouupana oT Hucka jmo3a ICS/LABA
BBIPEKH NPUABPKAHETO U TPAaBUITHATA WHXAJITOPHA TEXHUKA MOJKE Jla MMa TI0J13a OT ITOBHUIIIABaHE
Ha no3arta Ha ICS mo cpenHa.

[Ipn BB3pacTHM M moApacTBaulM Haa 12 roa. mpu Haiauuuero Ha >1 ex3auepOauus B
IpenxoaHaTa rojJuHa, ce mpuiara komOuHarmsta ot Hucka no3a 1CS/formoterol enqnoBpemento 3a
noJIbpKaHe U 3a obnekuaBane. Ts e mo-epukacHa ot chiara jo3a |CS/LABA um no-Brcoka no3a
ICS. To3u pexuMm MoXe Ja ce mpeanuiie ¢ Hucka mo3a budesonide/formoterol wmu
beclomethasone/formoterol kato Cterka 3; moaabpskaiiara jg03a MOXe Ja ¢€ MOBHIIH 0 CPeIHa
103a.

3a manuentd Ha Hucka moanbpkama no3a ICS/LABA u K/BA npu Hyxna, Mpu KOHUTO
acTMaTa He € aJIeKBaTHO KOHTpOJIMpaHa ce MoBHIIaBa JIo cpeaHa no3a ICS.

Hpyru onuuun
- tiotropium mHXanaTop THI (UHA MBIJIA IPHU MAMEHTH > 6 T., C UCTOPUS 32 eK3arepOau

- npoOassgue Ha LTRA;

- 3a MAIUeHTH aJlepruyHd Ha JomaimleH npax nobaBsHe Ha SLIT mpu PEO:1>70% ot
NPEABHICHUTE CTOMHOCTH;

- TOBHIIABaHETO Ha cpeaHaTra KbM BHcOKa jio3a ICS, e mo-manko edukacHo oT qo0aBsHE Ha
LABA, LTRA wmu nucka no3a theophylline cbe 3abaBeno ocBoboxaBane. [IpubassiHeTo
Ha theophylline mpu nmena e mporuBoOMOKa3aHO C OrJieNn JIMIICaTa Ha JOKAa3aTelCcTBa 3a
e(EeKTUBHOCT U B ChOOpakeHHE 3a O€30TacHOCT.

Crpnka 5 — HacouBaHe KbM CHENHMAJM3UPAHU LEHTPOBe 3a omnpeneisiHe Ha ¢eHOTHNA HA
acTMaTa 1 100aBsiHe HA Tepanusi, BKIIYHUTEJIHO H JiedeHHe ¢ 0H0T0TMYHO AKTMBHHU BellleCTBa
11



NP HAJHYHE HA TOKA3aHMA.
- Bucoka no3a ICS/LABA

- tiotropium unxanarop tumn ¢puna mbria (JIJIMA, LAMA);

- mpu manueHTH Han 18 rogumHM ako acTMara He € JA00pe KOHTPOJHMpaHa ChC CPEIHA WU
Bucoka jmo3a ICS/LABA moske ma ce mpoBesk/a JiedeHne ¢ (uKCHpaHa TPOHA WHXaJaTopHa
kombunamms — beclometasone-formoterol-glycopyrronium; fluticasone furoate-vilanterol-
umeclidinium; mometasone-indacaterol-glycopyrronium;

- azytromycin npu Bb3pacTHU MAIlMEHTH;

- Jlobasane na 6uonozuuna mepanus — Tazu Bb3MOXKHOCT ce npenopbuBa oT GINA mnpu
NAIlMeHTH C HEKOHTPOJMpaHaHAa TEeXKa acTMa, HE3aBHUCUMO OT ONTHMH3HMpaHaTra
MaKCHMaJjHa Tepanus Criope] IpernopbKUTe B cThlKa 4 1 5. T BKIItOYBa:

e j100aBsiHe Ha anti-IgE tepanus (omalizumab);

e anti-IL-5/5R (moakokno mpuimokenue Ha mepolizumab mpu manmentn >6 roamiiHa
BB3PACT; HHTPABEHO3HO MpHiIoxkeHue Ha reslizumab npu numa Hag >18 roj., WK MoIKOXKHO
benralizumab mpu Bs3pact >12 roj.) npu NanMeHTH ¢ TEKKA CO3MHO(MIHA aCTMA;

e anti-IL4Ro (mogkokuo dupilumab) 3a manumentn >6 roa. ¢ Texka eosuHopumHa/Tum 2
acTMa, WJIM 332 BB3PAaCTHM W MOJPACTBAIIM Haa 12 rox., KOUTO C€ HYXIAsIT OT PEIOBHO
JIeYeHHE C TIepopaliHa KOPTUKOCTEPOUTHA TEPaATIHS;

e anti-thymic-stromal lymphopoeitin (anti-TSLP, 6iokupamy IL7R0) — MOAKOXKHO MpH
JI0)KEHUE NpH MaueHTH >12 roj. ¢ Texka actMa Ha tezepelumab;

- Tepanus O6a3upana Ha u3CIeABaHHUS Ha CIOyTyMa — MOPH MHAIUEHTH C MEPCUCTUPALIU
CUMITOMU M 4YECTH eKk3alepOaluu, He3aBHUCHUMO OT JieueHueTo ¢ BUCOKU no3u ICS wnm
ICS/LABA. JleueHueTo ce OCHOBaBa Ha ycTaHOBeHa eo3uHommus (>3%) B MHIyHMpaHa
Xpayka;

- Hucka noza opamau koprukoctpeouan (OKC), exBuBaneHtHa Ha <7.5 MQ/IHEBHO
prednisolone.

7. HekoHTpoJMpaHa acTMa, TPY/AHA 3a JieYeHHe acCTMA U TeKKa acTMa

» Hekonrpoaupana actma (GINA) e actma, KOSTO OTroBaps Ha €IWH WM Ha JBa OT
CIICTHUTE KPUTCPHH:
- (Cnab KOHTpPOJ HA CUMITOMUTE (YECTH CHMIITOMH, HOIIHU CHOYKIAaHUS TOpaau acTMa HId

yBeJIMYaBaHE YecTOoTaTa Ha IMpuilaraHe Ha oOJieKyaBalll MEIUKAaMEHT, OrpaHHYEHHE Ha
¢du3rueckaTta akTHBHOCT MOPAIH aCTMa);

- UYectu ex3auepbauuu (>2/3a roaMHa), KOUTO HM3UCKBAT OPAJHU KOPTHUKOCTEPOMIU, WIH
TEXKH ek3atepOarnuu (>1/3a roguHa), Hanaraiy X0oCIUTaTu3aIHs.

[Tpu HeKOHTpOIMpaHaTa acTMa ce HaOII0AaBa Hali-MaJIKo €THO OT CJIEHUTE ChbOUTHS:

- Jlom xonTpon — ACT<20 unu ACQ>1.5 Touku (UM U3II'BIHEHUE HA KPUTEPUUTE 32
Heno0pe kouTpoaupana actMa ciopen GINA,;

- UYectu TexKu ex3anepbanMd — JBa MM [IOBeYe IpUEMa HA CHCTEMHH
KOPTUKOCTEPOUIH (>3 JAHU MPHU BCEKH MPUEM) B MPEAXOAHATA TOANHA;

- Texxu ex3anepbanuu — Hali-MaJIko €/1Ha eK3anepOarys HaJoXKHIa XOCITUTAIN3aLu,
IIPUEM B CIIEIIHO OTJEJICHNE WIK MEXaHUYHa BEHTHJIAlus Ipe3 rnocieqHure 12 mecena,

- Orpannuenue Ha BB3AymHUA NOTOK — PEO1 <80% OT mpenBHIEHUTE CTOMHOCTU
cien Oponxomunartanus (npu peayknus Ha DEO1/DBK, onpeneneno karo mo-Maako OT J0JHA
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rpaHulla Ha HOPMAJTHUTE CTONHOCTH).

» TpyaHa 3a JiedeHHe acTMa € Ta3u, KOATO € HEKOHTPOJIMpAHA BBIPEKU JICUCHUETO Ha
crenka 4 wim Cteika 5 (cpeana unm Bucoka no3a |CS ¢ BTopu KoHTpoIep; Mo IbpiKaiiia Tepanus ¢
OpaJIHM KOPTUKOCTEPOUIN), UM M3MCKBA TAaKOBAa JICUCHUE 3a MOAJbpKaHE HA NOOBP KOHTPOJ Ha
CUMIITOMHUTE U PEIYKLIUS HA PUCKA OT eK3aepOaum.

IIpu TpynHa 3a jeyeHHe acTMa e He00XOAMMO: Ja c€ NOTBBPJU, Y€ JMArHo3ara acTMa €
MIPaBUJIHA; J1a C€ THPCAT (HaKTOPH, CIIOCOOCTBAIIIM 32 IEPCUCTUPAHE HA CUMIITOMUTE, eK3alepOariu
1 JIOIIO KaYeCTBO HA >KUBOT:

- Jla ce npoBepu nHXalaTOpHATa TEXHUKA U CyOONTUMAIHOTO MPUIAbPKAHE KbM HallHauYeHaTa

Tepanus;
Ha ce Tepcsat komopouanoctu — 'EPB, xponnuen punocunyur, COCA, X3CH u np.;
Ha ce moagudunumpar puckoBute GaKTOPH U TPUTEPHUTE
- Ilpekanenata ymoTtpe6ba Ha KJIBA — >3 ¢nakona/rogumiHo mnoBHIIABA pHCKa 3a
ex3anepOanmuuy 1 >12 ¢makoHa/ronumHo uin 1 Gprakon/mMecedHo — pucka 3a CMbPTHOCT.
- CrpaHW4HU SBJICHHS OT TEpaNusiTa,
- TpeBOoXKHOCT, enpecus U COLIMAIHU TPYIHOCTH.

/Jla ce onmumusupa menudxicmovumal
e (OOyueHue Ha MAIMEHTUTE 32 3a00JI5IBAHETO acTMa,

e OnTuMU3MpaHE HA JICYCHHUETO;

e JleueHue Ha KOMOPOHUTHOCTHUTE;

e JloOaBsHe Ha HE-OMOJIOTMYHA Teparnus;

e JloOaBsHe Ha He(papMaKOJOTMYHHM CTPATETHU — CIIUPAaHE Ha TIOTIOHOIYIICHETO, (PU3NYECKO
HaTOBapBaHe, OTCIIa0BaHe, BAKCUHAIUS 33 TPUII,

e JloOaBsHe Ha Bucoka go3a Ha MKC.

a ce nposepu omz060pa na ONMUMUUPAHOMO JIeUeHUE U KOMNIEKCEH Mepaneemuyen
nooxoo0 cned 3-6 mec. u d0a ce oyenu oanu acmmama e éce ouye HeKonmpoaupauna. Ako
acmmama e éce ouje HEKOHMPOIUPAHA 6EPOAMHO € MENHCKA ACIMMA.

> Texkka acTMa ce ompezens Karo acTMa, KOATO OCTaBa HEKOHTPOJIHMpaHa HE3aBUCUMO OT
MaKCHUMaJTHO OMMUTMU3UPAHOTO JieueHue ¢ BUCOKH 103U I[CS/LABA, unm actma, KOSITO M3UCKBa
nedenue ¢ Bucoku 103U ICS/LABA 3a na ocrane ¢ 7o0bp KOHTposi. ToBa Hajara BKIIOYBAHE
Ha JOMBJIHUTEIHU MEINKAMEHTHU B 3aBUCHUMOCT OT (peHotumna . KbMm OaszucHara Tepamnus e
HEe0OXOIMMO BKJIIOUBAHE HA MOHE €JIMH JONMBIHUTEIECH MEAMKAMEHT, OMHMCaHu To-rope B O.
Jleuenue na acmmama, Cmonka 4 u Cmwonka 5.

- Onpedenane Ha henomuna Ha MmexcKkama acmma 6 CREYUANUIUPAHU UEHMPOEe.
Denomunuzupanemo e 6aj)rcHa CMbNKA 6 KOMNJIEKCHAMA OUEeHKA HA nayueHmume ¢ acmmd,
Koemo noonomaza uzdopa Ha nooxooauwo Jnaeuenue. Kacae ce 3a 0ea ocHoénu muna
ev3nanumenen omzeoeop: Th2 npogun, koitmo ce xapakmepu3zupa ¢ 6UCOKO RPoOU3800CmMeEo Ha
Th2 yumoxunu u eo3uHOPUIHO 6b3NATEHUE 8 OUXAMENHUmME NBLMUWA NPU NOCAE08AUL0
uznacane na aepoanepzenu u Thl mun. Kvm Th2 ¢henomuna nait-uecmo ce npuuucnagam
acmmama ¢ PAHHO HAYAI0 U AMORUA, e03UHOpuUIHA acmma ¢ KbCHO HAY4A10, ACHMMA
npoeokupana om @uzuuecku ycunusa. Kem Thl ev3nanumennusa ¢penomun ca — acmma c
Heympo@guino ewv3nnenue, acmma npu obezumem, acmma npu nywauu. Heobxooumume
uszcnedeanus 3a onpedensnme na mun Th2 ewv3nanenue exnoueam — yCTaHOBSIBAaHE Ha
eo3uHounusi B nepudepHa KpbB, €03MHOGWINS B CIyTyMa, Qpakius a30Te€H OKUC B W3JUIIAH
BB31yX (FENO), nHyxxna ot nogabpxama go3a OCS;

13



- U3cneosanusn 3a Komopouonocmu/oughepenyuanna ouaznosa;

- /lobaeane na ne-ouonocuuna mepanus (euixc no-2ope);

- /lobasane na Ouonozuuna mapzemua mepanus npu Yyecmu exzauepoéoayuu uau ciaop
KOHmMpPOZI HA cumnmomume evnpeku jneuenuemo c eucoka 0oza UKC//I/IbA npu nayuenmu c
ookazan Th2 penomun acmma, Koumo umam RONOHCUMEHU €O3UHOPUIAHU WU CREYUPUUHU

ouomapkepu (1L-4, IL-5, IL-9, IL-13), unu nyscoa om OKC.

- Ilpu Texka ajepruyHa acTMa C JaHHU 32 CEHCHUOMIIM3alUs OT KOXHHS TECT HJIM 3HAYHUMO
MOBUIIIEHU CTOMHOCTH Ha crienuduyHu IgE, oOutm IgE m yecTH, wim TeXKH ex3arepOanuu
pes3 MmocjeaHaTa roJuHa ce npoBekaa antu-1gE Tepanus (omalizumab — RO3DX05, npax
3a uHMcekyuoneH pazmeop 150 mg);

- Ilpu manueHTH ¢ TeXKa HEKOHTPOJIHpPaHa OT MAaKCHMATHO ONTHMHU3UPAHOTO HEOMJIOTHYHO
JieYeHUEe €O3MHO(MIIHA acTMa, YeCTH W PEIUIUBHpAIIM eK3alepOaluy, W TOBHIICHU
eosuHouust B nepudepHara kpbB >300/pul ce mpoBexaa Tepamnus ¢ OMOJOTHYHU areHTH
(aHTH-MHTEPIEBKUH MOHOKJIOHAIHU anTuTena) — antu-1L-5/5R (mepolizumab — RO3DX09,
npax 3a umdcexkyuonen pazmeop 100 mg, reslizumab, benralizumab - R03DX10,
npeosapumenno HanvIHeHa cnpunyoeka 6 0oza 30 mg/Iml pazmeop); antu-1L4Ra
(dupilumab), anti-TSLP, 6mokupar IL7Ra (tezepelumab) (ta6:. 2).

Ta6u. 2 [lokazanus 32 OMOJTOTMYHY TePANIMH NPH TEKKA acTMa

Kaac INN Bws3pacr Act™Ma
HHIAUKAIIUA

Anti-IgE Omalizumab (SC) >6 rouHH Texka aJlepruyHa
actMa

Anti-IL5 Mepolizumab (SC) >6 roIMHH Texka

. . eosuHoumHa/Tum 2

Anti-IL5R Reslizumab (1V) >18 ronuHu

actMa
Benralizumab (SC) >12 ronuHu

Anti-IL4R Dupilumab (SC) >6 roIuHA Texka
eo3uHopunHa/Tun 2
actMma

Anti-TSLP Tezepelumab (SC) >12 ropuHu Texka acTMa

OcHOBHHTE MPENOPBHKH 3a U300p HAa MOAXOAIIA Tepanus ca:

- Texka, HekoHTponaupaHa actMa — JiedeHHe ¢ aHTU-TSLP Tepanus npu ex3auepbauuu B
rocJieJHaTa roJJuHa, He3aBUCUMO OT HUBATa Ha Bb3MAJIUTEIHU OMOMapKepH

- Ilpu Texka eosuHodmnHa actmMa — nedeHue ¢ antu IL-5/IL-5R npu ex3anepOaruu B
MocleHaTa rouHa, e03uHopIIN B KpbBTa >300/png

-  Texka eosunodunna/Tun 2 actma — aHtu-IL-4R, nmpu nHannume Ha ex3anpebauuu mpes
nocjenHaTa ToAuMHa, eo3MHoGmIM B KpbBTa >150/ug nmm FeNO>25ppb, nim Hyxkna ot
noaabpxaiia tepanus ¢ OKC.
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- TepanusTa ce mpoBexaa MoHE 3a 4 Mecella U ce OLEHSBA OTroBopa Ha JiedeHueto. [Ipu
I00Bp OTroBOp, TO MpoabikaBa 6 — 12 mecena. [lpu numnca Ha OTrOBOp clie[Ba CIUpaHe HA
JIEYCHUETO U MPOABbIKABAHE C pa3inueH Tu 2-tTapreTHo JIeYeHHeE.

8. Hepcona.ﬂmnpaﬂa TEpaluad Ha acrMatra — IIPEMHHaBaHEC Ha CTbIIKa
HaAo0Jy WJIH Ha IO-TOPHaA CTHIIKA YP€3 NNPOMsIHA HA TECPANICBTHYHHUSA PEC/KUM

[lpemuHaBaHeTO Ha TO-TOpHA CTHIIKA B JedeHueTo (,,Step-up”) ce mnpeamnpuema Ipu
HEOOXOAMMOCT OT OCHTypsiBaHE Ha MO-100Bp KOHTPOJ, KOTaTO TaKbB HE € IOCTHUTHAT OT
npe/ecTBamus JieueOeH miaH. [IpoabDKUTETHOCTTa Ha TepanusaTa € MUHUMYM 2-3 Mecela, Wi
no-MaJika — 3a 1-2 ceamMuIy pu BUpycHA MH(EKINS WIN eKCTIO3UIUS Ha aJIEPreH.

[MpemuHaBaHeTo Ha TMO-HHCKa cThiKa (,,Step-down®) ce ochbliecTBsABa MpHU MOATIBPIKAHE HA
I00Bp KOHTPOJI Ha acTMara mpe3 nocieqaute 3 mecena. HamansBane no3ara Ha ICS ¢ 25-50% ce
IpernopbuBa Ha HMHTEpBAIM OT 3 Mecena. [Ipu kKoMOWMHHMpaHa Tepamus, BTOPUSAT KOHTPOJIUPAI
MEIMKaMEHT He Ce M3KIII0YBA OT TepaIusiTa, JoKaTo ce pexyuupar go3urte Ha |1CS.

Cnupane Ha seuenuero ¢ ICS He ce mpernopbuBa NpU BB3PACTHU IMAIUCHTH, ThH KaTO Ce
CBBP3Ba C MOBUIIIEH PUCK OT eK3alepOalyy.

[Ipenn npeanueMaHe KbM NPOMSIHA B TepanusTa JCKYBallUAT JieKap TpsOBa na ce yoenu B
NPpUABPKAHCTO HA MAallMCHTA KbM HEA. Toun Tp?[6Ba Aa MoATOTBYU MHAWBUAYAJICH IMHUCMCH IIJIaH 3a
pa3no3HaBaHE Ha CUMIITOMHTE M JICHCTBUE TIPU eK3arepOarusl.

10. Jleyenme Ha ek3anepOaNMUTE MPH acTMA

Ex3anepOanmsita € OCTpO WJIM TOJOCTPO BIOIIABAaHE HAa CHUMITOMHTE W OenoapoOHaTa
¢GbyHKLIMSA, a B HIKOM Cllyyal MOXKe Ja Obae mIbpBaTa H3siBa Ha actMmara. JledeHuero Ha
eK3alepOanusTa ce CbCTOU B IMOCIEAOBATEIHOCT OT NEHCTBHUS MPEANPUETH OT CAMUTE MAIUCHTH H
3BEHATa 3a OKa3BaHe Ha CHelHaIu3upaHa MEIUIIMHCKA ITOMOLI.

[Tpu nexa u ymepena ex3anepOarus naxanupaneto Ha K/[bA B no3a 4-10 BupbsCBaHHS BCEKH
20 MHHYTM IIpe3 MbpBUS Yac OOMKHOBEHO € Hal-e()eKTUBHO U JOCTaThbUHO [Ja TIOBIMsE
00paTUMOTO OTPaHWYCHUE HA BB3YIITHHAS MTOTOK.

Texxkata ex3anepOanus € >KMBOTO3acTpalllaBallla M M3MCKBAa XOCHMTANM3alusa. TexbK
aCTMaTHYeH MPHUCTHIT U ACTMATUYCH CTATyC HE CE€ MOBIUSABAT IOCTATHYHO OT OPOHXOIMIIATATOPHO
neyenue. HauannoTto npunoxenue Ha K/[bA e npoaABIKUTENHO, ciell KOeTO MHTEPMUTEHTHO MpU
nouckBane. [locraBsnero Ha K/IBA moxe na 0wae upe3 PMDI unu cneiichp, wim HeOynaizep.
Hsima nanHuM, KOUTO J1a MOJKPENAT PYTMHHOTO NPUIOKEHHWE Ha MHTPABEHO3HHW P2 aroHUCTU MpU
MAlMEeHTH C TEXKa e3ariepOarius.

Cnen 1-us yac, no3ara e 4-10 Bnpbckanus Ha Bceku 3-4 yaca 10 6-10 BIIpbCKBaHUS Ha BCEKU
1-2 yvaca unu noseue. [Ipu 1o0wp orroop (BEJ[>60-80% oT nmpenBuaeHNTE WK NEPCOHATHO Haii-
no0bp 3a 3-4 yaca) moBede MHXaJaMM He ca HeoOoxonumu. CHCTEMHHM KOPTHKOCTEPOUIU Ce
npuiiarar, korato HayanHara tepanusi ¢ K/[bA e c Heycnex 3a MojgoOpeHne Ha CUMIITOMHUTE NPU
ex3anepOanus. OpagHUAT npueM e eheKTHBEH TOJIKOBa, KOJIKOTO HHTpaBeHo3Hus. J{o3upanero e 50
mg prednisolone karo enuHMYHA cyTperiHa f03a win 20 mg hydrocortisone B pa3saesneHu 103u.
[IpoabixuTenHoctra € 5-7/ AHM NpH Bb3pacTHU. He € HeoOXoIMMO MOCTENeHHO HaMajsiBaHE Ha
nozara. [Ipunoxxenuero Ha ICS B cnienrHo oT/ienieHre ocTaBa HESCHO.

Kucnopononedenue ce mpenopbuBa mnpu carypaius 93-95% (94-98% npu gema 6-11 r.).
KauHUYHUAT cTaTyc M KHCIOpOJHATa caTypalysl ce MpeoleHABaT 4YecToO M TepamusTa ce
choOpa3siBa ¢ MalMEHTCKUs OTroBop. bemoapobHaTa ¢hyHKIMS ce n3mMepBa Ha 1-us gac, T.C. e
ObPBUTE TpU OpPOHXOAMIATATOPHM /03U W TPH BJOIIABaHE C€ IMPEMUHABAa HAa HMHTEH3UBHA
Tepamusi ¢ KOPTUKOCTEPOMIN W OpPOHXOIMIATATOPH. AKO MAalMeHTHT € XOCIHTAIH3HpaH B
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CTICITHO OTACIICHHE CE MPHUBEKAA B MHTCH3MBHO OT/EJICHUE M MPH BJIOIIABAHE CIIE/ MPEOIICHKA
ce MOJATrOTBS 32 MHTYOAIMsl U MEXaHUYHA BEHTUIIALUS.

AHTHOMOTHIM HE CE MPEIOPhYUBAT, OCBEH IPH JaHHH 3a OJI0ApoOHA HHDEKITHSI.

Enunedpun (adrenaline) ce mpuiara karo cTaHgapTHa Tepanus NpU aHAQUIAKCHS U
anruoeneM. He ce mpuitara pytuHHO nipu ekarepoanms Ha BA.

Ipratropium bromide ce npuara npu Bb3pacTHH U Jela C YMEPEHO-TEXKKa eK3arepoarus
enHoBpeMeHHO ¢ K/[bA.

WurtpaBenozno npunoxenue va aminophilline u theophilline ve ce npenopsusa mopanu
no-ciada epukacHocT u Oe3onacHoCT B cpaBHeHue ¢ K/[BA. IHTpaBeHO3HOTO NMPHIIOKEHUE HA
aMHHO(WINH € CBBP3aHO C TEXKKU M MOTEHIHATHO (aTaaHH CTPAHUYHU SBICHHS, 0COOCHO MpH
MAIMEHTH, KOUTO Ca JICKYBaHU C TEOPWINH ChC 3a0aBEHO OT/IEIISHE.

WHTpaBeHO3HO NPUJIOKEHWE HAa MarHesueB cyindar He ce MpernopbuBa 3a PYTHHHO
MIPUJIOKEHUE TIPH eK3atepOarysi, HO MpH npuiaraie Ha 2 ¢ 3a 20 MHH. pexynupa npecTos mpu
Hsikou nanueHT ¢ PEO1 <25-30% oT npenBUaeHUTEe CTOWHOCTH, PU BB3PACTHH U JE11a, KOUTO
HE OTrOBapsT Ha HAYAJTHOTO JICUEHHE, C IepcucTupania xumnokcus u npu aemna ¢ DEO1 < 60% ot
MPEIBUACHOTO | Yac cie HauyaloTo Ha TPUKHTE.

Posnsita Ha HeMHBa3MBHATA BEHTWJIAIUS TIPH TEKKA €K3alepOanus U aCTMATHYCH CTaTyC €
MaJIKa.

» Iloenungane na puckosume gaxmopu

1. C’bS,I[aBaHe Ha YMCHHA U IIOAKPCIIa 3a CaMOCTOATCIHO Ha6.]'IIOI[eHI/Ie Ha CHMIITOMUTC H

JICHCHHEC Ha aCTMarta 110 MpeaABApUTCIIHO U3IOTBCH I1JIaH 3a JIeHiCTBHE.

2. Hpe,[[HI/ICBaHC Ha JICKapCTBa HJIM CXE€Ma, KOATO CBCXKAa A0 MHUHHUMYM eK3&H€p6aHI/II/ITe.

KonTponupammure nexkapcrta, chabpkamm |CS, monmxkasaT pucka ot ex3anepbarnuu. [Tpu
narueHTd ¢ >1 ek3amepOaiusi mpe3 NpeaxojHaTa TOAMHA CE IMPEMOpbhYBAT HHUCKA 1032

ICS/formoterol karo momabpikaria u tepanus npu Hyx1a (MART noaxon).

3. HacwpuaBane M30ArBaHETO HA TIOTIOHEB JWM — AKTHBHO IIYIIEHE WJIM TIOTIOHEB JUM
OKOJIHATA CpeJia.

4. Tlpu ManMeHTH ¢ Te)KKa acTMa HACOYBAaHE Ha MAI[MeHTa KbM CICIHATU3UpaH LEHTHD,

PpasriICKIaHe Ha I[06aB$IHCTO Ha JICKapCTBa n/unu JICYHCHUEC, OIIPCACIICHO MO0 U3CJIICABAHC Ha

CIyTyma.

oT

3a

5. Ilpu mamueHTH C MOTBBpPJEHA XpaHUTENIHA aleprus M30sSrBaHe HA CHOTBETHHUTE XPaHHU.
OcurypeHa HaJIMYHOCT Ha MHXKEKIMOHEH aJIpeHaIMH 3a ynorpeba npu aHadunakcus. [Ipu
MJIald MOHOCEHCUOUITM3MPaHH MallMeHTH 00ChKIaHe Ha CIelM(pUYHA JeCEHCUOMIN3altsL.

» IIpocneoseane na nayuenma cieo ekzauepoayus

- PemoBHO MMpocCICaAsIBAHC CJICH eK3auep6auI/I;1, JA0KaTO0 CHMIITOMUTC H 6CJIOI[pO6HaTa

(GyHKIUS ce HOpMaJIU3Upar,

- EK3aHCp6aHI/II/ITe YCCTO MPCACTABIABAT HCYCIICX B I'PHXXUTC 3a XPOHUYHA aCTMa U €

HE00XOMMO Jia C€ HAIIPABH OLIEHKA Ha PBKOBOJIEHETO HA JICYEHUETO;
- Ha npocrnensBamara Bu3uTa Tpsa0Ba J1a ce IpOBEpHU JAJH:
o [larueHThT pa3dbupa NpuyYMHATA 32 U30CTPSIHE HA CUMIITOMATUKATA,;
® J[a ce OTCTpaHAT pUCKOBHUTE (PAKTOPH, HATIPUMEDP TIOTIOHOMYIIIECHE;
o [Ipunbpxane KbM TepanusiTa 1 pazdrpaHe HeOOXOAUMOCTTa OT MPUIIAraHeTo;
o [IpoBepka Ha HHXAJATOPHUTE YMEHUS,
e HamnucaH niaH 3a AelicTBUE 110 OTHOLIEHUE HAa aCTMAaTa.

» UHauKkanuu 3a HACOUBAHE 32 eKCIEPTHO pPellieHue:

1.3aTpyaHeHust 3a nocTaBsiHe HA JMArHO3a acTMa;

2. CbMHeHHe 32 npoecoHAIHA ACTMA;

3. IlepcucTupainia HEKOHTPOJIMPAHA ACTMA MJIH YeCTH eK3alepéanuu;
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4. Puck 3a CMBbPT CBbpP3aHa ¢ aCTMATA;
5. IlaHHU WJIM PUCK 32 3HAYUTETHN CPAHNMYHU SIBJIEHHUS CBBP3aHM C TEPANUATA;
6. CuMNITOMH NPeINoJarauy ycja0KHeHUs1 MU MOATHII HA acTMA.

II. XPOHUYHA OBCTPYKTHUBHA BEJIOJIPOBHA BOJIECT (XOBB)
1. Onpenenenue U puckoBu paxkTopu

Xponuunata obctpykTHBHa Oenoapodna Oonect (XOBbB) e xemepozenno cvcmosanue na
Oenusn O0po6, XapaKTEePU3HPAIIO CE C XPOHUYHH PECIUPATOPHH CUMITOMH (3a1yX, KalllIulla,
OTJENSTHE Ha XPayKH, W/WIH eK3alepOanun), JbDKalld ce Ha aHOMAaJIMK Ha JUXATEeIHHUTE IBbTUIIA
(6bpoHXHT, OpPOHXHMOJUT) W/WIM ajaBeosuTe (eMdpu3eM), KOUTO BOJIAT N0 IEPCUCTUpAIA, YeCTO
MporpecuBHa OOCTPYKIMS HA BB3AYIIHUS MOTOK. B HOBaTa neuHMIMS Ce MOCTaBs aKUEHT BHPXY
pasHOPOHMS XapakTep Ha 3aboisBaHeTo. ToBa omnpeessi HeOOXOIMMOCTTa OT IPAaBUIIHA OLICHKA Ha
CHCTOSIHUETO ¥ MHMBHIyaJIeH MOIXO/ B JCUYCHHETO HA BCEKH OOJICH.

OcnoBHu puckoBu ¢akxtopu 32 XOBb ca TIOTIOHOMYIIEHETO, EKCIO3UIUATA TIPU U3rapsiHe
Ha Ouomaca M 3aMbpCsIBaHETO Ha Bb3ayxa. [Ipenpasnonaramm GakTopu ca TeHETUYHU aHOMAJIUH,
nedexTy B pa3BUTUETO Ha Oenus Apod M OBP30TO HENPOrpaMupaHo cTapeeHe. B mporudanero Ha
XObb wuma mnepuonu Ha OCTpPO BIIOIIABAHE HA PECHUPATOPHUTE CHMIITOMH, HapeyeHU
ex3auepOauuu. Ilpu noeeuero nanuentu XObBb e cBbp3aHa cbC 3HAUMMM CHITBTCTBALIM XPOHUYHU
60J1eCTH, KOUTO MOBUIIIaBaT MOPOUIHOCTTA U CMBPTHOCTTA.

bpoHxuanHata acTMa € PHCKOB (DakTop 3a pa3BUTHETO Ha OpOHXMAIHA OOCTPYKLUS U
XOBbb.

2. Pa3znmpocTpaHeHnue

B cBera ot XOBb 3a 3acernatu Hax 380 miuH. GOJHM, KaTo 4yecTOTara CHOPENA Pa3IUuHU
aBTopu Bapupa ot 6 10 10%. IIpoBeneno B buarapus npoyuBane, ycraHoBsiBa yectota Ha XObb B
[IneBenckus pernoH okoiso 15%.

XOBb e cpen BonmemmTe HpUYMHU 3a OOJIECTHOCT M CMBPTHOCT B CBETa U BOJAU JI0
3HAUUTENIHA U HApACTBAllla COLMAIHA U NKOHOMHMYECKA TEXECT. Y CIIOPEAHO € TOBA, HE3aBUCUMO OT
ChbBPEMEHHOTO KOMILIEKCHO JIEUEHUE Cce YBeInuaBa U cMbpTHOCTTA, KaTo XOBb e Tperara Bojema
npuyrHa B cBeToBeH Mamad kbpM 2020r. IIpe3 2019 roa. 3.2 MunnoHa ca 3aryOuiin KMBOTa CH OT
3abonsBanero. [lpenBmwkna ce T na 3aeme BTopo Mscto mpe3 2030 r. Ouaksa ce mpe3 2030 .
XOBbb na 6bae cenma mpuYMHA 32 NMPEKICBPEMEHHAa CMBPTHOCT M MHBAJIUIHOCT B CBETA CHPSMO
neaHanecera nosunusa npe3 1990 r. XObb e mpuumnna 3a 56% 0T pa3xoauTte 3a pecmUpaToOpHU
3abomsBanus B EBponeiickus chro3.

JuarnoctuyHo-nedeOHusAT mnoxaxon npu XOBb BkiouBa Henocpeocmeenu uyenu u
0v120CpOUHa cmpame2us, ¢ KOETO Ja MOBJIUsAE pUcKa OT CMBPTHOCT. C MbpBUTE MPH MAILIEHTUTE
ce oOjekyaBaT W/MJIM  OBJAAIBAT OCHOBHUTE CHUMITOMM, NpPEAMMHO 3ajayxa, dYpe3
OpOHXOAMJIATATOPHO JieyeHHe; (u3Mueckusi KamauuTeT M 3ApaBHUs craryc. [loBexpeHuero u
JEYEHUETO B JABIATOCPOYEH IUIAH HMa 3a Ied Ja peayuupa dYecroTara M TEKECTTa Ha
ex3zanepoauuute npu XOBb. [lo To3u HauMH MOXKe J1a ce TOCTUTHE 3a0aBsiHE HA MpOrpecHsiTa Ha
3a00JI5IBAHETO U HAMaJIsIBAaHE HA CMBPTHOCTTA
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3. Kputepuu 3a mocraBsine Ha THATHO3AaTA

XOBb Tpsi6Ba na ce moxo3upa MpU BCUYKM MAIMEHTH C OIJIAKBAHHS OT 33yX, XpOHHYHA
KallUTMIIA W/WIA €KCIIEKTOpalus U JaHHH 33 €KCIIO3ULMs Ha PUCKOBH (haKTopu. 3a MOTBBHPKIaBaHE
Ha JMarHo3ara € HeoOXOAMMO NpPOBEXJaHE HAa (YHKUMOHAIHO H3CJIEIBAaHE HA JAUIIAHETO
(cmupometpusi) ¢ OponxoaunaratopeH tect. CrotHomenue Ha PEO1/DBK cbe croitHocTn <0.70
cned oponxoounamayusa NOTBbPKIAaBa AuarHosata. CnupomMeTpusara € Hal-Bb3IPOU3BOIUMOTO U
00EKTUBHO U3MEpBaHe Ha Bb3/IyIIHATA OOCTPYKIIHUS.

[Ipu gact or mamuenture ¢ XOBb (7-12%) ce ycraHoBsBa aOHOpMHAa HEOOCTPYKTHBHA
CIIUPOMETpHS, W3BECTHa KaTo crmpomeTpus ¢ HamaineH ®EO: w/mm ®OBK, B ycioBusita Ha
3ana3zeHo crotHomeHne MEO1/PBK (PRISm, preserved ratio impaired spirometry) win npoMeHH
OT pecTpuKTUBEH TUN. Cpen mymauure ¢ no-Manko ot 10 nakeroroaunu, npu 12.5% ce ycraHoBsBa
PRISm. To3u THUm mpoMeHM ca XapaKTepHH M 3a MalUeHTH C HampeaHan eM(pu3eM U TeKKa
xunepuHdIanus, CTpyKTypHH 0enoapoOHH Jie3nn U (PU3UOJIOTHYHA aHOMaJIU 0€3 OOCTPYKITUS Ha
BB3IYIIHMASA TOTOK, 3HAYUTETHO HaMaleH JU(PY3MOHEH KamanuTeT, OBp30 BIOMIABaHE Ha
6enonpoOHuTE QYHKIMOHATHU NToKa3arenu. C o2ned mosa 6 peeuzuama na 0okymenma om 2023 e
6KIIOUeHa Kamezopuama npekycopno cvcmosnue npeou XOBB (pre-COPD condition).
[TaruenTure ¢ npe-XOBbb u PRISm Morar na pa3Busar Texxka OpoHXHaHA OOCTPYKLHS BbB BCEKH
€IMH MOMEHT, KOETO € MPEANOCTaBKa MPU HAIWYHE Ha CUMIITOMHU XapaKTEpHU 3a 3a00JIsIBAHETO J1a
ObJaT HAOIIOAaBaHU U J]a C€ 3all0YHE PAHHO JICYCHUE, IPEBEHITUS U peXaOUIUTaLUS.

Hudepenunannara auarsoza Ha XOBb Ha mbpBo MsAcTO TpsiOBa J1a BKIIOYBA OpOHXHATHA
actMa. Ilpu HKOM ManMeHTH ¢ NPOABIKUTEIHA acTMa U PEMOJEIUPAHE HAa MAJKUTE TUXATEIHU
IBTULIA PA3TPAHUYABAHETO HA JIBETE CHCTOSHUS HE € BB3MOXKHO C U3IOJI3BAHUTE AMATHOCTHYHU
METOAM U C€ IpHUeMa, Y€ T€ CBIIECTBYBAT €JHOBpEMEHHO. OT 3HaueHUE € H3CIEIBAHETO 3a
eo3uHoGuiIeH Tl Be3nanenue npu XOBb. [Ipu Te3n manueHTy jed4eHrneTo e noJo0HO Ha TOBA MPH
actMa. B nndepennnanno auarHocTudeH IUiaH TpsiOBa a ce OOMHCIAT M CICTHUTE 3a00JsIBaHUS:
3acTOWHA ChpJEYHA HEJOCTaThYHOCT, OpPOHXMEKTaTHuHa OojecT, TyOepKyso3a, OOJuTepupall
Oponxuonut u nudysen nanopouxuonut, 'EPB.

Knacugpukanuara Ha Texecrra Ha oOCTPYKLIMATAa Ha BB3AYIIHWTE MbTUINA € Oa3upaHa Ha
croriHoctuTe HAa DEO; crnen OpoHxoaUIaTaIIN:

IIpu naunentu ¢ PEO1/®BK <0.70

GOLD 1: JIeK D®EO1 > 80% ot npeABUAEHOTO
GOLD 2: yMepeH 50%=< ®EO1 < 80% ot npeaBUAECHOTO
GOLD 3: TeXKbK 30% < ®EO1 <50% o1 npeABHAEHOTO
GOLD 4: MHOr0 Texxkbk  DPEO1 <30% ot npeaBnaeHoro

3a olleHKa HA CHMIITOMHUTE Ce U3M0JI3BAT HAKOJIKO OCHOBHH B KJIMHMYHATA NPAKTHKA
BAJMIMPAHH BHIPOCHHUIIA.

JlocThIleH MHCTPYMEHT 3a M3MepBaHe Ha 3aayxa e ckamata Modified British Medical
Research Council (mMRC). Tsa kopenupa no0pe ¢ IpyruTe HWHCTPYMEHTH 3a HM3MEpBaHE Ha
3[IpaBHUSL CTaTyC M € MPEAMKTOP 3a PUCKA OT CMBPT. 3a LSAJIOCTHA OLEHKAa Ha CUMIITOMUTE Ce
npenopbuBaT COPD Assessment Test (CATTM) u COPD Control Questionnaire (The CCQO).

KomOunupaHara cxema 3a OlleHKA OMAara 3a u3rpasaiane Ha JHArHOCTUYHO-JIeueOeH
mian npu nanpueHT ¢ XOBB (¢ur. 1)
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CAT <10 CAT =10
CEMOTOMH

@ur. 1. KomOuaMpana cxema 3a orenka Ha naruenta ¢ XObb mo GOLD, 2023

BbB Bpb3Ka ¢ OCHOBHATa poJisi HAa YeCTUTE U TeKKUTe ek3anepOanuu npu XObb rpynure C
u D ca obenunenn B ennHa rpyna — E. Llenta e ga ce moaueprae KJIMHHUYHOTO 3HAYCHHE Ha
ex3anepbauuute. [lannenture B rpyna E umar anamHesa 3a >2 ymepeHu exzauepOanuu wim >1
eK3arepOarys, BOACHIM 10 XocnuTanu3amnus, HezaBucumo ot Texuure mMRC umu CAT pesynratu.
[IpenopbuBa ce 3am0YBaHETO HA MHXAIATOPHO MEAUKAMEHTO3HO JieueHue npu nanuenture ¢ XObb
na ObIe cbOoOpa3eHO ¢ HayalHaTa JUarHOCTUYHA OLEHKA, CIopea KiIacu(UUIUpaHeTo UM

MPEICTABEHUTE TPYIIH.

Tepanus 3a npeBeHIUA U NOAIbPIKAIIA TePANUsA

e CnupaHeTo Ha TIOTIOHOMYIIEHETO € KIIFOYOBO.
e ®dapmakosjornyHata Tepamus Moxke jga Hamaim cumnTomute Ha XOBDB, kakTOo WM
4yecToTaTa U TeKECTTa Ha ek3arepOanuuTe 1 Aa mogo0pH 3paBHUS CTaTyC U TOJepaHca
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KbM (pU3MUECKO HaTOBapBaHE.

e Bcekn ¢apMakoTeparneBTHYCH PEKUM TpsOBa na Oble WHIWBUAYAIU3UPAH U BOJCH
CIIOpe/ TEXECTTa Ha CHMIITOMHTE, PUCKAa OT eK3alepOaluu, CTpaHUYHHUTE ICHCTBUS,
KOMOPOUHOCTHTE, HAJIIMYMETO Ha JICKAPCTBEHU IMPOJYKTH M IICHATa UM, KaKTO U OT
OTrOoBOpa Ha TAIMEHTA, MPEANOYUTAHUATA MY M CIOCOOHOCTTA Jla M3IMOI3BA Pa3InIHH
YCTPOWCTBA 32 MHXATMPAHE.

e llHxamaTopHara TEXHHKA TPOBA J1a CE OLICHSABA PEIOBHO.

e [IporuBorpumHaTa BaKCHHAIMs HaMallsiBa 4YeCTOTaTa Ha WH(EKIMHUTE HA JOJHHUTE
JIUXaTeJIHU IbTUIIA.

e JIneBMOKOKOBaTa BaKCHUHAIIUA HaMaJIsABa I/IH(beKLII/II/ITe Ha OJOJJHUTC AUXATCJIHU IIbTUIIIA.

e bBenmonpoOHaTa pexadmiInTanus noo0pssiBa CAMIITOMHUTE H KA4ECTBOTO Ha KHBOT.

e [lpy manueHTHTE C TEXKA XPOHHYHA XHUIIOKCEMHsI B IIOKOW, MPOIBIIKHTEIHATA
KHUCIOPOAOTEpaNys Mo100psiBa MPEKUBIEMOCTTA.

e [lpu mamuwieHTH C TEKKA XPOHWYHA XUICPKAITHHWS W aHaMHe3a 3a XOCHUTAIHM3AIHs 3a
OCTpa UXaTeJIHA HEJIOCTAThUHOCT, NPOJABDKUTEIHATA HEMHBA3MBHA BEHTUIIALIUS MOKE
Aa HaMaJIu CMBPTHOCTTA U Aa MPECAOTBPATH PC-XOCIIUTATIU3allUsATaA.

e [lpu ompeneneHW MAIMEHTH C HampeaHan eM@u3eM peppakTepeH Ha ONTHUMHU3UPAHU
MEUIUHCKA TPWXKU, XUPYPTUYHUTE U OPOHXOCKOIICKM HWHTEPBEHIIMM MOXE Ja ca
MIOJIE3HH.

5. OCHOBHMY IpyIH JIEKAPCTBEHU NMPOAYKTH, NPENOPbYBAHM NIPH CTAOWIHA
XObb

» Bponxoauiararopu
I'pynu oT nexapcTBeHH HpoAyKTH, kouto nosumaBar PEO: wmnm mopobpsBar Apyru

CHUPOMETPUYHHM T[apaMeTpu, OOMKHOBEHO KaTO BB3JEHCTBAT peJaKkCUpalo Ha TIJajakaTa
MyCKynarypa, ce HapuuyaT OpoHxoawinatatopu. Te oOnexdaBaT H3AMIIBAHETO, HaMalsiBaT
OUHAMHYHATa XunepuHpaanus B MOKOM M mpu (U3MYECKO yCHIIUE, MOA0OpsBaT (HU3HUECKUS
KarmanureT. Morat aa ce npuiaraT KaTto JEKapCTBEH NMPOAYKT, KOMTO C€ M3M0JI3Ba CaMO IIPU HYXAa
WM KaTo KOHTpoJep 3a peaoBHO jedeHue. [Ipu nedenne Ha crabuina XOBb ce ocHOBHA U cbe
crporu npenopbku 1o GOLD e nnxanatopHara tepamnusi.

N300ppT Mexay [B2-aroHHMCTH, aHTHXOJMHEPruIM, TEOPUIUH WIM KOMOWHHpaHa Tepanus
3aBUCH OT WHJMBUIYaJdHUS OTTOBOpP HAa IMAalME€HTa M OT CTENEHTAa Ha CBhTPYJHUYECTBO IIPH
JICUYEHHETO.

32-aronucTu
e kparko neiictBamniu B2-aronnctu (KJIBA): Salbutamol, Fenoterol
e eiro AeiictBamu B2-aronuctu (JJJIBA): Salmeterol, Formoterol, Indacaterol,
Vilanterol, Olodaterol

OcHOBHOTO JeiicTBUE Ha [2-arOHUCTHTE € Na pelakcupar TajgKkaTta MYCKyJlarypa, Karo
ctuMmynupar B2-agpeHepruuHMTEe  peHeNTOPM € TOBUINaBaHe Ha IuKiImMuHus AMO.
[Iponpmxurennocrra Ha aeiictBue Ha K/[bA e cpenno mexay 4 u 6 yaca.

Vnorpebara, pemoBHo unu mnpu Hyxnaa, Ha KJ[BA momobOpsBa ®EO: u o6iexkvaBa
cumnromute. IlpenmopbunTe/HO € W3BBbH eK3alepl0anmusa Ja ce NpUeMAT NPH HYXAA.
VYnorpebara Ha K/IBA BBB BUCOKM 103U MpH MAlUEHTH, KOUTO BeYe MpHUEMaT JIEKapCTBEHHU
npoayktu, ceabpxkamy J/IBA, He ce mpenopbuBa Mmopaad Bb3MOXKHHUTE CTPAaHUYHU JCUCTBUSA,
JIMTICaTa Ha JOKAa3aTeJICTBa 3a €PEKTUBHOCT U PUCKA OT pa3BUTHE HA TaXU(PUITAKCHS.

M/[FA 3nauntenno momoOpsiBar DEQO;, nucmHesTa, Ka4ecTBOTO HA >KUBOT, HaMalsBaT
YecToTara Ha ek3arepOalnMure, HO HE MOBJIMSIBAT Ha CKOPOCTTAa Ha CHIDKaBaHEe Ha OemoapoOHaTa
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byukust 1 embpTHOCTTa. Salmeterol u Formoterol nonnxaBat yectotaTa Ha XOCIUTATH3ANNUTE.
Te umar mo 12 wacoB edekr u ce mpunaraT B jABa mnpuema aHEeBHO. Formoterol mopanu
XapaKTepUCTHKATa HA MOJIEKYJIaTa CH, KaKTO MPOABDKUTEIHO NIEHCTBUE, MMa U OBbpP30 HA4Yallo Ha
edekTa BbpXy OpoHxocmasbMma (OKOJO 5 MuHYTH OT mHXanauusrta). Indacaterol, Vilanterol u
Olodaterol ca B2-aronuctu ¢ 24 4acoBO JciCTBHE, €IHOKpAaTEH IMpPHUEM, C JA0OBP €PEKT BBPXY
JUCITHESITa, 3APAaBOCIOBHOTO CBhCTOSHUE, YeCTOTaTa Ha ek3amepoamuure, U ¢ 100bp mpodun Ha
0e30macHOCT. bpoHXOAMIATaTOPHUAT UM e(EeKT € 3HAYUTEITHO TNO-C)EKTHBCH B CpPaBHEHHE C
Formoterol u Salmeterol, u mono6en Ha To3u, Ha Tiotropium.

[Ipenosupanero ¢ B2-aroHUCTH MOXKE Jia JIOBEAE JO CHHYCOBA TaxHKapIWs, PUTHMHH
HapylieHus (BKIIOYUTEIHO MPHUCTBIIHO TPEACHPAHO MBXKICHE), TPEMOp, OCOOEHO TpH TIO-
BB3pacTHU nanueHTu. [lo-psiiko ce HaOmogaBa XHUIOKaIueMus (P €THOBPEMEHHO NpPUEMaHEe C
TUA3UAHU TAYPETULIH).

AHTHUXOJHHEPTUIH

e kpartko neiictBamy antuxonuHepruiu (AXK/): Ipratropium bromide

e 1eyiro AevicTBamy antuxonuueprumu (AX/J1): Tiotropium bromide , Glycopyrronium

bromide, Umeclidinium bromide, Aclidinium bromide

AHTUXOJIMHEPTUIIATE OJOKHPAT ANETHIXOIWHOBHUS €(DEeKT Ha MYCKapUHOBUTE PEIECITOPH,
KaTo MPOMEHST IMPEIaBaHETO Ha HEPBHUTE MMITYJICH B MPETaHTIMOHAPHUTE BPB3KU. Tiotropium
nposiBsiBa (hapMaKko-KMHETUYHA CEIEKTUBHOCT Mo oTHOIIeHue Ha M1 u M3 penenrropute. Cpennata
IPOABDKUTENHOCT Ha jaekictBuero 3a Aclidinium mgoctura go 12 waca, a 3a Tiotropium,
Umeclidinium u Glycopyrronium mocrurar n0 24 4aca, KOSTO OIpeeis peXuMa Ha IpUeMa HM.
Tiotropium wHamansiBa ek3alepOAlMUTe W CBBP3aHUTE C TAX XOCHHUTAJIM3AlMU, I0J00psBa
CUMIITOMAaTHKaTa H OOIIOTO 3JPaBOCIOBHO CBLCTOSHHE, JOTNPUHACS 3a CQPEKTUBHOCTTA Ha
OenoapoOHaTa pexaOWIUTALMs, HO HE OKa3Ba BIIMSHUE BBPXY CKOPOCTTa Ha CHIDKAaBaHE Ha
OenoapoOHaTa PYHKIUS U PUCKA OT ChPACUHO-ChI0BO 3aboisiBane. Aclidinium, Glycopyrronium u
Umeclidinium ca ¢ mogo0HH XapakTepUCTUKH. AHTHUXOJMHEPIMIUTE ca ¢ JA00Bp Ipodui Ha
0e30MmacHOCT, HUCKa a0copOIMs, KOETO HamallsiBa MposiBaTa Ha cucreMHuTe edextu. Haii-uecture
CTpaHWYHU €(EeKTH ca CyxOoTa W/WIM METaJleH BKyC B ycrara. M30srBaT ce mpu MalueHTH C
TJIayKOMa U MPOCTaTHA XUTIEPILIA3Hs.

JIABA u AXJJI ca mpeamoyuTaHd B CpPaBHEHUE C KPATKOJAEWUCTBAIUTE JIEKApPCTBEHU
MIPOJYKTH OT TE€3H IPYITH, C U3KITIOUCHHE 32 MAIUEHTUTE C PSJIKO U3SBSIBAII CE 3ayX.

[MIpu mnamuentute ¢ XOBb HavanHarta Tepanmuss MOXeE Ja BKJIIOYBA CIWMH WM JIBa
aparoneicTBamy  Oponxoawnaratopu. Ilpu nayuenmu c nepcucmupauy 3a0yx J1eKy8aHu 00
Momenma c eOuH Opouxoounamamop, mpaoea 0a 6voe 6KI0YEH 6MOPU MAKHE.

MeTHaKCaHTHHH

Te neiicTBaT KaTO HeceleKTUBHU PochoanecTepasHd HHXUOUTOPH.

IIpu ynorpebara Ha Theophylline e yctaHoBeHO mojn00psiBaHe (YHKIMATA Ha
MHCIUpaTOpHaTa MycKysnarypa. KiupbHCHT Ha jekapcTBeHUs NPOAYKT ce 3a0aBs C HalpelBaHe Ha
BB3pactra. JlobGaBsineto Ha Theophylline xpm Tepanusta cbe Salmeterol Boam 1m0 mo-3HAYMMO
nogobpsiane Ha ®EO1 u 3a1yxa, OTKOJIKOTO MOHOTeparnwust camo ¢che Salmeterol. Huckure mo3u Ha
Theophylline nHamansBar dYecToTara Ha eK3alepOaUUWTe, HO HE IOBUIIABAT  IIOCT-
OpOHXOAMNIATATOPHUTE (PYHKIMOHAIHM TOKa3aTesld. TOKCHYHOCTTa € J1030-3aBUCHMa, C Mallka
TepaneBTUYHA MIMPUHA, a Hal-100bp edeKkT ce HabmojgaBa NpPU BHUCOKU 103U, ONU3KU 10
TOKCHMYHHUTE. Morar fa ce HaOmoJaBaT NPHUCTHIM OT aApUTMHH, TPUIMATBIM TUM ,.grand mal”,
riaBoOomue, 6e3chbHUE U TaJIeHe, PeaKLUH C APYTH JIEKapCTBEH MPOAYKT (IUTHTAINC).

» KomMOMHHMpaHH JIeKAPCTBEHU NPOAYKTH
e KomOmHmpanm pgbaro jAeiictBamu  (2-aroHucTH ¢ ABJr0  JaeiicTBamu
antuxosuHepruum: Indacaterol/Glycopyrronium e oosza 110/50 mcg 6 00306 pesicum 1
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unxanayus onesro, Vilanterol/ Umeclidinium 6 0o3a 55/22 mcg 3a eonokpamen npuem
oneeno, Tiotropium/Olodaterol — 2.5/2.5 mcg B 1030B pexuM JBe HWHXAJAlUU B
ennokpared mpuem, Aclidinium/Formoterol — 340/12 mcg 2x1 wuHxamanus AHEBHO,
Glycopyrronium/Formoterol;

° KOMﬁI/IHI/IpaHI/I ABJATO0 I[eﬁCTBamH f32-aronucru ¢ HHXAJIATOPHU KOPTUKOCTECPOUIH —
Budesonide/Formoterol DPI 160/4.5 u 320/9 mcg, pMDI 160/4.5 mcg — 3a aBykpareH
npuem; Fluticasone propionate/Salmeterol DPI 250 (100, 500)/50 mcg — 3a nBykpareH
npuemM, Fluticasone furoate/Vilanterol — DPI 184 (92)/22 mcg — 3a e1HOKpaTeH IpUEM,
Beclomethasone dipropionate/Formoterol — DPI 100/6 mcg u pMDI 100/6 mcg — 3a
nBykparen npuem, Fluticasone propionate/formoterol, Mometasone/Formoterol.

PenoBuust npuem Ha KOMOWHUpAHWUTE JEKAPCTBEHH MPOMYKTH, ChIBPIKAIIN HHXAJIATOPHU
KOPTUKOCTEPOUAM, BOJIU JIO TMOAOOpsSBaHE HA CHMIITOMAaTHKaTa, OenogpoOHaTa (yHKIWMS,
Ka4eCTBOTO Ha JXMBOT M Hail-Beye HaMaysiBa 4eCTOTaTa Ha eK3alepOaluuTe NpH MAlMEeHTH C
®EO1<60% oT npeaBuaeHaTa CTOMHOCT, HO HE MOBJIMSIBA CMBbPTHOCTTA U CKOPOCTTa HA CHUYKABaHE
Ha ®EO: B nmwiarocpoyen acnekT. Ilpuembr Ha ICS Boam mo moBuIIeH pHCK OT pa3BUTHE HA
ITHEBMOHUH 3a HSKOM KOPTUKOCTEPOMAM. HsiMa KaTeropu4HM JaHHU 32 HETaTHBHO BIMSHUE BHPXY
KOCTHATa IIBTHOCT.

poabaxutennara monorepanusi ¢ ICS (MHXaJaTOPHM KOPTHKOCTEPOMAU) He ce
npenopbuBa 3a jeyeHue Ha XOBbb.

KomOunupanute nparo aeicramy B2-aroHUCTH ¢ UHXAIATOPHU KOPTHUKOCTEPOUIH ca IO-
e(eKTHBHH, OTKOJIKOTO TepANHsTa C Te3U JIEKAPCTBEHU MPOYKTH MOOTACTHO, IIOPAIH CHHEPTHUHHUS
¢dapmakosiorudeH egeKT, KOWTo mposiBsaBaT. [IpoyuBaHus OT MOCIEIHUTE TOAMHU Ca MOKa3alu, 4e
Oposar Ha eozuHO(UINTE B KpBBTa (IpreTa € rpanuna ot > 300 kimeTku/pl) e npeaukTuBeH Gpaxkrop
3a edekra Ha |CS 3a HamansBaHe Ha ek3arepOanuute. BrimtouBaneto Ha ICS B komOunanus ¢ LABA
nu LAMA ce npenoppuBa npu onpeneneHu rpynu nanueHtd ¢ XOBb — ¢ uwectu u TexKuM
eKk3alepOalnyy, Hajaralyd XOCIHUTAJIW3alus; MpH OOJHM C TOBHILEH abcomoTeH Opoil Ha
€03MHO(UIUTE U T€3U, KOUTO UMAT aHAMHE3a 3a MPeIecTBallla acTMa.

B nocnenHuTe HAKONKO TOAMHM B KIMHMYHATA MPAKTHKA HaBje3e IPHJIOKEHHETO Ha
¢dukcupanata TpoitHa naxanaropra tepamusi (TUT) — LABA, LAMA u ICS B eqHO MHXanaTopHO
YCTPOMCTBO.

e Tpoiinn xomOmHanuum B eqHo ycrpoiictBo — LABA, LAMA u ICS: Fluticasone
furoate/Umeclidinium/Vilanterol (92/65/22), cyx npaxoé unxanamop 3a eOHOKpAmMHO
npunoxycenue onesno; Beclomethasone dipropionate/ Formoterol/Glycopyrronium (87/5/9 ucg) ¢
ekcmpa ¢haiin wacmuyu, Ccyx NPaxoe UHXAIAMOP UU CYCHEH3Us 3d 08YKPAMHO RPUTLONHCEHUE
oneeno; Budesonide/ Formoterol/Glycopyrronium (160/5/7.2 pcg) cycneH3us MOJ HalsraHe u
aepocdepa 3a ABYKpaTeH MPUEM JTHEBHO.

TpoiinaTa koMOuHaus Mogo0psiBa 6en0gpoOHATa (PYHKIIUS, CAMIITOMHTE U MPEIOTBPATSIBA
ex3auepoauunre. Edexture ca mo-otduernusu npu cumntomuu namuetu, ®EO1<50% u anamuesa
3a ek3amepOanuu. ToBa ¢ enuHCTBeHaTa (apMakoTepanus, Jo0Ka3ajla HaMasIBAHETO Ha
CMBPTHOCTTA 10 BCSKAaKBa MPUYMHA MPU CHUMITOMATHYHHU MAI[MEHTH C MCTOPUS 3a YECTH H/WIH
TEKKHU eK3arepOaruu.

CucreMHu (OpajJlHM W TapeHTepajHu) KopTukocTtepouan — Methylprednisolone,
Prednisone.

He ca nmoaxondmm 3a npoabKUTENHO JedeHne Ha nanueHntute ¢ XObb, nopanu peauna
CTpaHWYHU e(PEeKTH MpH yIoTpedaTa UM: CTEPOUHA MUOTIATHUS (KOSATO BKJIFOYBA MYCKYJIHA CIIa0OCT,
MOHWKEHH (YHKIIMOHATHH BBH3MOKHOCTH, JMXATEHA HEIOCTATHYHOCT IMPHU TAIUMEHTH C TEKKA
XOBB), ocTeonoposa, CTepouieH quadeT, XUIMEePTOHHUS, CTOMAITHO-YPEBHU KPHBOU3IUBY H JIP.
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» ®dochoanecrepasa-4- unxuouropu (®JI41) — Roflumilast

[TonTuckar BB3MAJICHUETO Ype3 WHXUOMpaHE Ha pPasTPAKIAHETO HA HWHTpAIeTyIapHHUs
MUKJIMYeH aieHo3uH MoHO(pochar (MAM®). EqHOKpaTHHUAT THEBEH NMPUEM OCUTYPSIBA HHAMPEKTHA
Oponxomunatauuss U nonoopsss PEO1, HamansBa CpeAHO-TEKKUTE M TEXKKHUTE eK3alepOaruu.
@J[4U Tpsa6Ba na ce komOuuupart ¢ none enud JIJIBA. Haif-uectute crpannynu edextu ca: 3arydoa
Ha areTHT, TaJicHe, KOPEeMHU OOJIKM, AMapHs, HApYIICHUs B ChHs, I1aBoOoiine, 3aryba Ha TErJo
(cpemHo 2 Kr mo BpeMe Ha MPOCIeNsIBaHETO), KOUTO OOMKHOBEHO ca NpexojHu. Ha marmeHTtu c
nenpecuss ®JI41 ce mpennucBaTr ¢ MOBUILIEHO BHUMaHHME, a KoMOuHauusta ¢ Theophylline ue e
MOJIXOISIIIIA.

Hauannara u mocieaBaiia ¢papMaKkoJIOrHYHU TEPAIUK ca MpeAcTaBeHd Ha ¢ur.2 u ur.3
» [loBenenue npu craduana XObb
Ha ¢ur. 2 ca npencraBeHn HaYaTHUTE CPEACTBA Ha M300p 3a JeUeHUe, CIIope]] TEKECTTa Ha

OoJiecrTa.

@ur. 2 3anouBaHe HA (papMaK0JIOrH4YHO JieyeHue npu craduwina XObb

//_ I ’/I'PYHA E
22 cpeaHo TeXKH
i LABA + LAMA*
il O6mucneme LABA+LAMA+ICS* npu eos = 300
\ 4 4
4 N /TPYNAA rPYNA B
gxgna::pﬁauuu
(6e3 na BopsT .no] BPOHXOOUNATATOP LAMA + LABA*
XOCNUTanU3auus
A A

mMRC 0-1 mMRC 2 2
CAT<10 CAT=210

*KoMOMHUpaHa TepanuA B eIHO WHXanaTopHO YCTPOMCTBO MOXe Aa Gbae no-yaadyHa u eheKTMBHA CNPAMO HAKONKO YCTPOWCTRA

*mMRC: modified Medical Research Council dyspnea questionnaire; CAT™: COPD
Assessment Test™

@ur. 3 [Mocaensamo GapmMakoJOru4HO JIeUeHUe
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I NMocneaBalo ¢papMakonornyHo nevyeHue I

1.MpoabnkeTe NbpBOHAYaNHOTO fleYeHUe, ako UMa afileKBaTeH OTrOBOp
2.AKo HAMa:
J/TpeueHeTe koe npeobnagasa - 3agyxa unu exksauepbauuurte. AKo ca Hanuue u aseTe,

HacoueTe ce KbM ek3alepbauunte
v/MocTaseTe nauyueHTa Ha MACTOTO B Tabnuuarta, CbOTBETCTBALLO Ha HACTOSILLETO MYy
neyeHue 1 NpoBepeTe UHANKaLUUTe

3AOYX EK3SALEPBALUA

[LAaAunuLAMA] [LABAunuLAMA]
npw EOS <300 .J
v 1—
[ LABA + LAMA* ] [ TV e
r;pu
/ v \ | EOS 2100 v
*  OBMMCneTe CMAHa Ha . I_’[ LABA + LAMA +IC S"}
WHXanaToPHOTO YCTPOHCTEO :

WK MONEeKynu 1

«  Bknwoyete unu nogcunete
He(apMaKoNOrM4YHU MeTOAM Ha
neyexHue

= MpoyyeTe (4 nexysaute) Apyru

INRESN 20 JAYX Roflumilast Azithromycin
\ / FEV1<50% + XDOHUYEH Mpu 6uewu nywayu
6poHxum

» JlonbIHUTEIHH JIEKAPCTBEHH MPOAYKTH

e Baxkcunn

[IpenopbuBar ce yOWUTH WM KUBU, WHAKTUBUPAHH BaKCHHU, KOWUTO ca MO-e(pEKTHUBHH,
0cO0EHO TpU BB3pACTHU Xopa. [IHEBMOKOKOBaTa TMoONHM3axapuJHa BaKCHHA CE€ MpEnopbyuBa 3a
nauueHTu Haj 65 roauna Bb3pact ¢ PEO1 <40% ot npeaBuaeHaTa CTOMHOCT.

e Tepamus c Alpha-1 Antitrypsin:

[Topanu Bucokata cH II€HA, JIGKAPCTBEHUST MPOAYKT € TOKa3aH 3a MJIAJIU TMAIUEHTH ChC
3HauyuTeneH alpha-1 antitrypsin 1euuuT u gokaszas eMpuzem.
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e  AHTHOMOTHIIN:

B nmocneaHu KIMHUYHU NPOYYBaHMS U MPOCIEISBAHUS CE YCTAaHOBSBA JIEKO MOHUKEHHE B
gectoTara Ha ek3arepOanuure npu manueHTd ¢ XOBb, kouto ca mpeMuHanM aHTHOMOTHYHA
npodunaktuka. [IpoabmkuTenHoTo (eHa TOANHA) IPUIaraHe Ha a3umpoOMUyUHn 1 epumpoMuyun
HamalsBa ek3auepOanuure. BbhopockT 3a kononuzamusara Ha mamuerute ¢ XOBb Bce ome e
IUCKYTaOUJIeH, HO NIOpaau CTPAaHUYHUTE €(EeKTH Ha aHTUOMOTUIMTE U ONACHOCTTA OT Pa3BUTHE HA
PE3UCTEHTHH MUKPOOPTaHU3MUTE, AaHTHOMOTHYHATA MPO(PUIIAKTHKA HE C€ TPUIara MacoBo.

e CraruHU: HE MPENOTBpATABAT €K3alepOaluuTe MpU MANUEHTH C IMOBHUIIEH PHCK 32

ex3arepoanu.

e MyKOIUTULIN:

[Tom3a ot mykonutuute (epoocmeun, kapooyucmeun, N-ayemunyucmeun) 6uxa uMaan
HAIMEHTH C OOMIIHU, TPYAHO OAENIu ce Xpauku. [IpenopruBa ce na 6b1aT 100aBIHU EPUOJUUHO
KbM TEPAIUATA, @ HE KaTO MOCTOSIHEH JIEKAPCTBEH MTPOIYKT.

e lIMyHOMOIYJIaTOpU/ UMYHOCTUMYIIATOPH

W3mon3BaneTo Ha UMyHOMO/YJIaTOpH/ UMYHOCTUMYJATOpH 1pH naruent ¢ XObb Boau 10
IIOHMKaBaHE Ha 4YecToTaTa W TeXecTra Ha ek3auepOanuure. HeoOxoaumu ca JOMBIHUTETHH
MPOYYBAHHSA 33 ABITOCPOUHHUTE €PEKTH OT Ta3U TEPAITHSL.

e [IpoTMBOKANINYHMU:

Kanumunara, xosto moHskora e npurecHuTeneH cumntoM npu XOBb, uma 3HauuTeneH
3amnmTeH epekT. He ce mpenoppuBa ynorpebdara Ha IPOTHBOKAILINYHY JIGKAPCTBEHHU MPOIYKTH MIPH
crabmina XObb, oco6eHo npu nanueHTy cbe ChIIbTCTBAIA XPOHUYHA AUXATEIHA HEIOCTaThbYHOCT.

e Bazomwiartaropu:

[ToBuiIeHOTO MHTpanmyJIMOHaNHO Haisrane npu nauueHtd ¢ XOBb, ce cBbp3a ¢ mo-noma
nporuo3a. Xumnokcemusta npu naumeHTH ¢ XOBb ce nbmku Ha HapylIEHOTO CHOTHOILIEHUE
BeHTHIANMs-iepdy3us. [Ipunaranero Ha NO KaTo Ba30AMIaTATOP, O 32ABJIOOYMIIO XHUIIOKCEMHUSITA,
3al10TO JON'BJIHUTEIHO HApYIIaBa CbOTHOLIEHUETO BeHTHIAIM-1iepdy3us.

OTka3BaHe OT TIOTIOHONYIICHETO

OTka3BaHe OT TIOTIOHOITYIICHETO CC€ sABABAa €IHA OT NBPBUTC CTHIIKU IIPU JICUHCHUCTO Ha
XOBb. 3aBucHUMOCTTa KbM TIOTIOH U TIOTIOHEBH U3JEIHS € XPOHUYHO CHCTOSIHHE, KOETO M3MCKBA
HCIIPCKLCHATA TEpalnrusa JOKAaTO C€ IOCTUITHE MPOABJDKUTCIIHA WU TpaﬁHa a6CTI/IH€HIII/I$L
JlekapcTBeHHM MPOAYKTH OT IbpBa JIMHHS MPH OTKa3BaHE OT TIOTIOHOMYyIIeHe ca: varenicline,
bupropion SR, HUKOTUHOBH TbBKH, HUKOTHHOBU HHXAJICPH, HA3JHU CIIPEHOBE H JICTICHKH.

[Ipy nunca Ha KOHTpaMHAMKAUWMK [P TANUEHTa C€ MPEeAnucBa IOHE €IuH OT
JIeKapCTBeHUTE MpoayKTu. KbM mporpamara 3a OTKa3BaHE OT TIOTIOHONYIIEHETO MOXE Ja ce
n00aBy MOCEIICHNE MPHU MICUXO0TEPAreBT WIH COLUATHH TPYIH, 32 B3aUMOIIOAKPETa Mpu OTKa3BaHe
OT TIOTIOHONyHIeHeTo. [IporpamuTe 3a oTKa3BaHe OT TIOTIOHOMYIIEHETO OMXa OWIM OT IoJ3a U 3a
HaMaJsIBAaHE HA YeCTOTaTa M Ha HIKOM M3BBHOENOApOOHU O0yiecTH, IPU KOUTO TIOTHOHOIYIIEHETO
CBILIO € JJOKa3aHO KaTo PUCKOB (pakTop.

Besiogpodna pexadbuauranus

benoapoOnaTa pexabunuTanus € KOMIUIEKCEH WHTEPBEHIIMOHAJICH MOAXOJ MPU JICUEHUETO
Ha XObb, kosATO BKIIOYBA, HO HE ce OrpaHHyaBa 10 (PU3MUECKO TpEHUpAHE, amapaTHU METO/H,
o0yyeHMe Ha TMAIMEHTUTe W TOBeJeHuYecka TmpomsHa. JlokasaHo e, ue OenoapoOHaTa
pexabunuranus noao0psaBa pyHKIIMOHAIHNS KalauTeT U HaMalsiBa JUCIIHEesATa, CHUXKaBa Opos Ha
XOCHHUTAIU3AIMUTE, OONHUYHMA NPECTOM M CKJIOHHOCTTa KbM JeTIpecus Npu IalUeHTHUTE,
mo100psiBa Ka4ecTBOTO Ha KMBOT M MOBHINABa MpexuBseMoctra. CrenoBarenHo OenopoOHaTa
pexabuiuTanus € evH oT Hai-e()eKTUBHUTE HePapMaKoJIOTHUHU MoAX0au rpu JeueHne Ha XObb

XOBbb ¢ MMpOrpeCuBHA 6OJ'IeCT, KOATO IIOCTCIICHHO BJIOMIABA 3APABOCIOBHOTO CBHCTOSHHUC,
KaTo CHUMIITOMaTUKaTra M 4e€CToTaTra Ha eK3auep6auHI/ITe CC yBCIM4YaBa, KOCTO BOAHW U A0 IMOBUIIICH
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pHUCK OT jeraneH uszxon. [lanuaruBuure rpmxu (B 1oMa, B OOJHHUIA UM XOCIHUC) ca BaXKHa 4acT OT
LSATI0CTHUSA 1Toaxo KbM nanuerture ¢ XOBb, HO Te ca mo-TpyIHO AOCTBIIHU (CpaBHEHU C JOCThIA
710 IAJIMATUBHUTE TPUKHU 32 MalUEHTUTE ¢ 0e10Ap0o0eH KapIHOM).

Kucaopoxorepanus
[IpoabmKUTENHUAT TTpUeM Ha KHUCJIopoj (>15 uvaca JHEBHO), MPU MAIMEHTH C XPOHHUYHA
nuxarenHa HegocrtaTbuHocT (XJIH) Boau 10 moBuUIlieHa MPEKUBIEMOCT.
Kucnoponorepanusra e moka3aHa 3a NalMeHTH, KOUTO ca C:
* Pa02 <7.3 kPa (55 mmHg) unu Sa02 <88%, c/ 6e3 xunepkamnHuus, NOTBbPACHA IBYKPATHO Mpe3
UHTEpPBAJ OT 3 CEMULIH.
* PaO2 mexny 7.3 kPa (55 mmHg) u 8.0 kPa (60 mmHg), wiu npu SaO2 88%, ako uma 1aHHU 3a
OenmoipoOHa XUTIEPTOHMSI, OTOIM 0 KPAaWHUIIUTE TIPHU 3aCTOWHA ChpCYHA HEOCTATHYHOCT WIIH
MOJIMIUTEMUS (XeMaTOKpUT > 55%).

[IpennucBanero Ha Kuciaopojporepanusi ce Oazupa Ha PaO2 wiM HHUCKM CTOMHOCTH Ha
caTypaunusara, KOUTO ca ABYKpPaTHO W3CIEABAaHU Mpe3 MHTepBal OT 3 ceamuiy. [lpu manueHTn He
OTrOBapSAIIN HAa IOCOYCHUTE KPUTEPUHU, HE C€ TPETIOPbUYBA KUCIOPOJOTEPANH B IOMA.

Buaumatenno tpsiOBa a ce IMPELeHST U ChIIBTCTBALIUTE 3a00JIIBaHUS U ChCTOSHUS, KOUTO
BOJIAT JI0 HApyIlIEHa JOCTaBKa Ha KUCIOPO/A B KIIETKUTE (aHEMUS, ChPACIHO-ChIOBO 3200 IsIBAHE).

HeunBa3uBHa BEeHTHJIALIUAS

HeunBasusHara Bentuinanus (Non-invasive ventilation, NIV) ce u3nosnssa Bce mo-4ecto npu
MalueHTH cbc crabuiaHa wmHOro Tekka XObBb. KomOunamumsrta NIV u  mpoxbmkuTenHa
KHUCJIOPOJIOTEPAIHS Ca YAAUHU CaMO MPHU YaCT OT MaMEHTUTE, 0COOEHO T€31, KOUTO UMAT H3pa3eHa
XUTIEPKAITHUS, KOETO T0I00psIBa IPEKUBAEMOCTTA, HO HE OKa3Ba BIIMSHUE HA KAYECTBOTO HA KUBOT.
[Tpu nmammenture ¢ XOBb 1 COCA ce momoOpsiBa MpexXUBSIEMOCTTa, padoTaTa Ha JUXaTeIHATA
MyCKyJiaTypa, HamMaligBa C€ PUCKa OT XOCHUTAIMU3AINH U HEOOXOIUMOCTTa OT 00eM-penylupaniin
XUPYPTUUHHU MPOIIEAYPH.

Oo0em-penyuupaiy xupypruuau npoueaypu (Lung volume reducing surgery, LVRS)

IToxxoasiiyu 3a Ta3u mpoueaypa ca MalueHTH, KOUTO UMAT u3pa3eH eM@pu3eM, IpeJUMHO B
ropHUTE T0OOBE M HUCHK JBUTATEJIEH KallalluTeT, BIIpeKU OenonpoOHaTa pexadunuranud. [Ipu tax
LVRS mnono6psiBa npexussiemoctra. ['onemu Oynu B Oenust npod Morar ja ce OTCTPaHAT MO
XUPYPrUYEH IBT.

besiogpo0dHa TpaHcIIaHTALMS

He e mmpoko pasnpocTtpaHeHa, Hopajau MajaKusi Opoit JOHOPU U BUCOKUTE Pa3Xou.

Haii-yectuTe yCIIO)KHEHHS ca OCTPO OTXBBPJISIHE Ha TpPAHCIUIAHTAaTa, OOJMTEpUpAI]
OpOHXHOJIUT, ONMOPTIOHUCTUYHU MHPeknuu. Kpurepun 3a manueHTH MOAXOIAIM 3a OenoapoOHa
tpancrianTaius ca: BODE unnexkc 7-10, u moHe eauH OT CIETHUTE — eK3arepOaius ¢ ocTpa
xunepkanausg PaCO2> 6.7 kPa (50 mmHg), 6enoapobna xunepronus, PEO1< 20% ¢ DLco< 20%
i eMmdusem, 3acsran ueaus 6e101poOeH MapeHXUM.

5. Jleuenne Ha XOBb ex3anepoanus

Exzanepbanuure npu XOBb ca orroBopHu 3a dyecT mpueM B OOJHHYHHM 3aBEACHUS,
peXocHuTalM3alii, CMBPT M0 BpeMe Ha OOJHUYHMS MPECTOM HIIM CKOpPO CJel TOBa, BJOLIaBaHE
Ka4yecTBOTO Ha )KMBOT, CIlaj Ha OenoapoOHaTa (GyHKIMS U BUCOK PUCK OT CMBPTHOCT. [1o nanHM Ha
Suissa et al. cpeHaTa MpeXUBSIEMOCT CIIEN TeXKKa ek3arepoarus € camo 3.6 ronuan. B pamopra ot
2023 roa. Ha GOLD e mpencraBeHa HoBa AeUHHUIUS 3a eK3alepOaius Ha 3a00/IIBaHETO, Thil KaTo
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OTIpEICTICHUETO B NPEIIIECTBALIUS JOKYMEHT € CUYETEHO 3a HEMbJIHO UM HEe MHOTo sicHo. Ts e
dopmynupana Karo ,,chOUTHE, XapaKTEpU3UPAILIO Ce C yBEIWYEHA IUCIHEs W/WIM Kaluuuia u
XpayKky, KOETO ce Biomasa 3a <14 aHM U MOxke Aa ObJe MPHUAPYKEHO OT TaXUIHES W/UIN
TaXUKapaus, U YE€CTO € CBHP3aHO C MOBHUILEHO JOKAJIHO M CUCTEMHO Bb3IAJCHUE, IPUYMHEHO OT
nH(peKMs, 3aMbpcsIBaHe Ha Bb3AyXa WIH Jpyrd (HaKTOpH, KOUTO MOBUIIABAT OKCUIATUBHUS CTPEC
Y aKTUBHOCTTA HA MH(IIAMATOPHUTE MEUATOPH ... ,,.

OcHoBHara 1en B mpoduiakTHKaTa W JeYeHHETOo Ha u3ocTpsHusTa Ha XOBb e ma ce
OTpaHUYM TEKECTTA UM U MOSIBAaTa HA CJIe/IBAIA UHIIUICHTH.

[TarueHTHT TPsIOBA 1@ CE OIICHU AU € TOIXOAIN 32 aMOYJIaTOPHH U OOJIHUYHO JICUEHUE.
Kputepun 3a OONHHUYHO JieUEHHE ca: 3HAYMTEIHO 3acHUiIBaHE Ha OIUIAKBaHUATA, OCOOEHO Ha
nucnHesta; Texkka ¢opma Ha XOBB; mosBa Ha HOB cuMIITOM/OIJIakBaHe (IMaHO3a, MepudepHH
OTOIM); HEyCHeX OT amOyJIaTOPHOTO JICUCHHUE; TEXKKU NPHIPYXKaBAIlIH 3a00JsIBAaHUS; YECTH
eKk3atepOalny; Bb3pacTeH MalueHT.

Kpurepun 3a neuenue B IHTEH3UBEH CEKTOP/OT/ACICHUE Ca: TEXKKA AUCITHES, HEMOBIUIBAILA
ce OT MbPBOHAYATHO Ha3HAYeHATa TEpaIlus; MPOMSIHA B MEHTAJIHUA cTaTyc (0ObpKBaHe, JeTaprus,
KOMa); TIepCHCTHpama Wiu 3aabibodaBamia ce xunokcemus (PaO2 < kPa, 40 mmHg) w/wnm
TeXKa/BlollaBaia ce pecnuparopHa amuaoza (pH <7.25) Bbopeku KHCIOpOAOTEpanuira u
HEWHBa3WBHATa BEHTWIALMSA; HEOOXOAMMOCT OT HHBa3WBHA MEXaHWYHA  BEHTHUJIAIUS;
XeMOJMHAMUYHA HECTaOUITHOCT.

[loBeneHue npu TexKa, HO HE3acTpallaBallla KUBOTA eK3alepOaus:

e OrleHKa Ha TEXKECTTAa HA CUMIITOMHTE, KPBBHUTE T'a30BE M PEHTIeHOTpadCKusi 00pa3s;

e [loxaBaHe Ha KUCIOPOJ U HEKOJKOKPATHO IIPOCIIEsBaHE HA KPbBHUTE I'a30B¢E;

e bponxoaunataius: yBeauyaBaHe /103aTa U yecToTaTta Ha npueM Ha K/[bA; koMOuHupaHe
Ha K/[bA ¢ AXK/]. 3non3BaHe Ha CIIEUCHPH,

[punarane Ha KOPTUKOCTEPOU/I (OPATHO WM APCHTEPAITHO);

Jleuenue ¢ aHTUOMOTHUIH, IPU HAJIMYKE HA HACIIOXKEeHA OakTepuaaHa UH(EKIus,
[Ipunarane Ha HeMHBa3WBHA MEXaHUYHA BEHTUJIAIINS,

Jla ce cnensrt mpe3 LUAJI0TO BpeMe: NMPUEM Ha XpaHa U TEYHOCTH; MpujlaraHe Ha XernapHuH
WK HUCKOMOJIEKYJCH XelapuH; JIEKyBaHe Ha MNpHUApY)KaBallla MaTojorus (CbpacdHa
HEJIOCTAaThYHOCT, APUTMUS); HAOJFOICHHUE HA TIAIUCHTA.

III. BEJIOAPOBEH TPOMBOEMBOJIU3BM (BTE) ITPU JIMIA HAJI 18-'OJIMIITHA
BB3PACT

1. Onpez[e.ﬂe}me U eNMMUACMHOJOINIHH JaHHHU

benonpoOuust  TpomGoembommzsM  (BTE) e  0000meHo  Ha3BaHue  Ha
€THOMAaTOTeHEeTUYHO CBBbpP3aHW e€Talmu Ha eauH OoJiecTeH Tmpolec —  BEHO3HA
tpomboembonuzbM (BTE). Toil BkimouBa AbIOOKa BEHO3HA TpoMOo03a, eMOonu3amus |
TpoMOO03a Ha KJIOH Ha OenoapobHa aprepus. Crnen nH(papKT HA MUOKap/ia U MO3bYCH UHCYIIT,
BTE e tperoTo 1o yecrora chpaeuHO-Cha0BO 3a0omsBane (100-200/100000/ va romuna). Ipu
okoio 51% ot naumenture ¢ [IBT ce Bepu¢unupa BTE. HesaBucumo ot ycmexurte B
MIPEBEHIIMATa U PAa3BUTHUETO HAa oOpazHuTe AuarHoctuyHU metoau, bTE mponbmkaBa ma e
TeXBK MeauinHCcKH npobneM. B 3amanna Espoma ot BTE rogunmuo ymupar 317000 goBeka,
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ot xouto 34% c KapTHHA Ha BHeE3allHa CbpJe4yHa cMBPT. B 59% ot ciyyante Ha cMBpT
cebp3aHa ¢ BTE, cemusar He e nuarHoctunupadn. EnxBa B 7%  BTE e anmekBatHo
JTUArHOCTHUIIMPAH U JICKYBaH.

[Ipenpaznonaramute dhakropu, (pakTOpUTe 3a JolIa MPOTHO3a U PUCK OT PEUUANBU Ha
BTE ca npencraBenu Ha ¢ur. 1. [Ipu orcheTBre Ha Mokazanu npoBokupamu pakropu BTE ce
nprema 3a ,,HelpoBOKUpaH™ (¢ uecToTa 0KoJo 25%).

2. /Imarno3za

Huarnosara BTE e tpynHa nmopaau HecrieMu(pUYHUTE KIMHUYHUA CUMIITOMH U YECTO
OJIMTOCUMIITOMHOTO ITPOTHYAHE.

A. Ilpn orchbcTBHMe Ha XeMOAMHAMH4YHA HecTaOMiaHOCT (95% oT mamueHTHTE)
CHhBPEMEHHUSAT JUArHOCTUYEH Ipoliec potuya B 3 etamna (¢wur. 1):

e [ILpBH eTan — oneHKa Ha KIMHUYHATa BepossTHOCT 32 BTE

OueHkaTa Ha KIMHUYHATa BEPOSITHOCT 3a OemonpoOHa emMOoius ce OCHOBaBa Ha
MHTETpUpaHaTa OLeHKa Ha MH(opManusaTa OT aHaMHe3aTa U KJIMHUYHATa cUMOTOMaTuka. B
[IpaKTUKaTa HAW-IIMPOKO MPHJIOKEHHWE 3a OLEHKA Ha KJIMHUYHATa BEPOATHOCT HaMupar
crangaprusupanute cucremu Wells u Geneva (ta6:m.1).

Taoa. 1. Wells/Geneva ckanu 3a onenka Ha puck 3a bTE

Wells ckaJia, kpurepuu Touku Geneva ckaJia Toukn | Onpocrena
KPUTEepHUu Geneva
[Mpenxonna JIBT u/umu BTE 15 [Tpenxoana JIBT 3 1
u/umu BTE
Xupyprus (<4 cenMuIy) win 1,5 Xupyprus/TpaBma 2 1
umMoOunm3anus (=3 aHu)
OHKOJIOTHYHO 3a00/IIBaHe 1,0 AKTHBHA HeoIUIa3zMa 2 1
KpbBoxpax 1,0 KpbBoxpax 2 1
Taxukapaus >100 yn/mMun 15 Cppaedna yectora 3 1
75-94 yn/muH
Copaedna yectora 5) 2
>95 yn/mMuH
Kimuanuan 6enesn Ha JIBT 3,0 Ennoctpanna 6omka 3 1

B JIOJIEH KPAWHUK

EnnocTtpaneH oTok, 4 1
0oJKa Mpy mamaus
Ha JIOJIeH KpaHUK

OTcbecTBHE Ha  alTEpHATUBHU 3 Br3pact >65 1. 1 1

JarHo3u

Kinnuyna BepositHoct 3a BTE | Coop IIpoueHT Ha Coop Coop
- TPUCTENEHHA OLIEHKA TOYKHU norebpaed BTE TOYKH TOYKH

Hucka 0-1 10% 0-3 0-1

Meswcounna 2-6 30% 4-10 2-4

28



Bucoka >7 ~65% >11 >5
Kaunuuna sepositnoct 3a BTE Coop

- IBYCTEIIEeHHA OLIEeHKA TOYKH
BTE e manxo éeposmen <4 12% 0-5 0-2
BTE e mnozo éepossmen >4 50% >5 >2

e Bropu eran — npusioxkenue Ha D-qumep tect

IIpy HHMcKa M MeXIMHHA KJAMHUYHA BepossiTHOcT 3a BTE ce npenoppuBa
u3BbpuIBaHe Ha D-numep tect. [1nasmenoro HuBo Ha D-mumep € MOBUIIIEHO MPH aKTUBUPAHU
Koarynanus u GuOPUHOIN3a, HO MOXKE Ja Ce MO3UTHBUPA HECMENU(UIHO TP BH3IAICHHE,
HeoIUIa3Ma, TpaBMa, OpeMEeHHOCT, ObOpedHa HepocTaThYHOCT | Ap. CroriHocTu moa <500ug/l
ca ¢ BUCOKa HeraTuBHa mpeackaspamia croMHoct 3a [IBT u BTE u Ha npakThka U3KIHOYBAT
quarHo3arta. 3a Ta3u Kareropusi nauumeHTd TpumecedHusT puck or BTE e mox 1%. 3a
narueHTH Haj 50 T. MPUIOKEHUETO Ha BB3pacTOBO aganTtupana HopMma (D-mumep = BB3pact
x10 pg/l) moBumana mo 30% Opost Ha mauuentute, npu kouto BTE ce m3kmrouBa (BMecTo
6.4% mpu cTaHmapTHata HOopMa), 6e3 J1a ce yBelm4yaBa Oposi HeMArHOCTUIIMPAHH CIyda Ha

BTE.

Bceuuky nanueHTH ¢ BUCOKa KIIMHMYHA BeposATHOCT 3a bTE, a Taka ¢biio Te3u ¢ HUCKa
n mexauaHa (mo Wells u Geneva ckamm), mpu Kouto D-muMmep TecThT € IMO3UTHBEH,
[oJyIeXKaT Ha aHTUKOAryJaHTHO JIEYEHUE J0 M3BBPIIBAHE HAa HEOOXOJUMMTE JUArHOCTHYHU

o0pa3Hu METOMM.

e Tperu eran — 00pa3sHH AMATHOCTHYHH METOAH

» KT nynmoanruorpadus (KTITA)
» CIIEKT/KT

» Benrtmnammonno/nepdysnonna (V/Q) cunnturpadus

» Ynrpa3BykoBO M3cienBaHe Ha qba00ku Bern (Y3U-/IB)
IIpu weratuBuu KT anruorpadus u Y3U-IB unu V/Q cumaTHrpadus nuarHosara

BTE moxe OezomacHO Ja ce M3KIO4d. [Ipy MO3UTHBEH pe3ynTaT JuarHos3ara ce cuuTa 3a

MOTBbPJICHA U NAIIUEHTHT MOJIJIEKN Ha JIEYEHHE.

Anroputom 3a noseaeHue npu bTE

KnnHuuHa
OUEeHKa

Auarnosa,

OueHKa Ha
pucka

JleyeHue

OueHKa Ha
KAMHUYEH X04

-D dimer (BA)
*KTNA

+V/Q (nnm SPECT)
cunHTUrpadpuma
+KomnpecnoHHo
Y3U Ha AB

KnuHuuHa oueHka:
Geneva/ Wells Toukosa
OLLeHKa Ha pUcka

ANroputbM 3a BUCOK
puck BTE:
-KTNA
+ExoKr npu naunca Ha
KTNAwn
HEeKOHTpo/IMpaHa
XWUNOTOHUA
+KomnpecuoHeHY3

Xemopan-

HamMu4HO
HecTabunHn

Bucoka
KAMHUYHA
BEPOATHOCT

L

Hucka n
MeXAMUHHa
KAUHWUYHA
BEPOATHOCT

Xemoau-

Anroputbm 3a He-
BMCOK puck BTE:
-KTNA
-V/Q (SPECT)
cunHTUrpadua
-Komnpecuonen Y3

HamMMuyHO
cTabunHm

(+)D
W dimer
(BA)

- PESI 1 sPESI

+ BUOXMMUYHN MapKepn
+OK ancdyHkuma
(ExoKr)

- OK aunatauma (KTPA)

NapexTepanin
aHTMKOAryNaHT
OpanHy aHTMKoarynaHTM

OueHKa Ha:
*PUCK OTKbpBEHe
*PUCK OT peumnans

KaTeTbp-HacoueHn TeXHUKN
Em6onextomun
Bena kasa puapy

> CKPUHUT
3a XTENX npu
CUMNTOMHU
nauueHTn

BUCOK PUCK
XemoauHamnyHa

HecTabunHocT

MEXONHEH PUCK
MexauHeH BUCOK
MeXAMHEH HUCBK

HUCBK PUCK

MbpBuyHa
penepdysuna
+

AHTMKOarynaHTHa
Tepanusa

AHTMKOArynaHTHa
Tepanua
(¥usoTocnacasawa
penepdysua)

AHYHKOBW"ZHYHE
Tepanua
(PaHHO M3nuceaHe)

KbPBEHE
Hama Banmaupanun
Mopenu 3a ouenka
npu BTE

PELUAUB HA BTE
CraHpaptHa Tepanus/

HeonpepeneHa
MPOAB/AKUTENHOCT Ha
neveHvero

XTENX
WHavsnayanta
nporpama E]
npocneassaqe
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XOPMOHANHA
KOHTPALEENUNS/
3AMECTUTENHO
NEYEHUE

PUCKOBU ®AKTOPU3A
BTE

TPABMA

XUPYPITUNAQ

UMOBUANZALUNSG

BB3NANUTENHN YPEBHUN
3ABONABAHNA

TPOMBOOUNNAG®

2ATNHCTABAHE

BPEMEHHOCT|
noCnerPOA0H
nepnon

BB3PACT

BUTANHU NOKAZATENN

XPOHHYHA CBPAEYHA
HEAOCTATBYHOCT

XPOHHUYHI BENOAPOBHN
3ABONABAHNA

AKTHEH
HEONAAZ,
A

K ANCOYHELLY
KT/ExoKl

BNOXUMMNYHU MAPKEPU

PEIXOAHA BT

NEPCUCTUPALL

D AUMEP

HENPOBOKWUPAH BTE

MBH¥EMNON

PUCKOBU ®AKTOPU 3A
PELIMAMBUPALL BTE

®AKTOPU3A

A NPOrHO3A

@ur. 1. Aaropursm 3a noseagenue npu BTE (momudpumumpan ot Konstantinides et al.
Pulmonary Embolism Update 2016°) BroxumidnnTe Mapkepy BKIIOUBAT: MAPKEPH 33 MHOKap/IHA
yBpeaa (troponin), MapKepH 3a ChpliedHa HEJOCTATHhYHOCT- MO3buUeH HaTpuil ypetndeH nentua (BNP)
win  HeroBus mnpekypcop NT-proBNP; D-mumep — Bb3pacToBO amantupaHa CTOMHOCT;
Tpombodmmuu™* — BrIIOYeHH ca camo aHTU(OCOIUMHUAEH CHHAPOM W BHCOKOPHUCKOBHUTE
TpomOodrmun  (xereposurotu (aktop V Leiden, xomosurorm protrombin G20210A wmytarws,
antutpoOuH 11l nedumur). PyruaHOTO M3cnenBane 3a TpoMOO(MINK HE € IPEHOPBUYUTEIHO 38 BCHUKU
nammenT ¢ BTE. JIBT — nwenboka Beno3na tpom6o3a; K — macHa kamepa; KTIIA- xoMmroTsp
tomorpadcka mynmonanHa anruorpadus; ExoKIT — exokapamorpadus; XTEIIX — xponHudHa
TpomboemOonnuHa mynmoHaiHa xunepronus; PESI — pulmonary embolism severity index; SPESI
onpocteH PESI unnekc.

b. [Ipy nanueHTH ¢ XeMOAUHAMHYHA HecTA0MIHOCT U cbMHeHHue 3a BTE (¢ur. 1)

» KT nynmoanruorpadus ciieiBa Ja ce U3BbPIIM He3a0aBHO (aKO € HAJTMYHA);

» Ilpu orcecrBue Ha ycnoBus 3a KTIIA crnensa na ce uzspmu exokapauorpadus (ExoKID),
IPU HAJMYHU JTAaHHHU 32 OCTPO OeNoJIpoOHO Chplie AUMarHo3aTa MOXeE Ja ce MOTBBPAU C
VY3U-/1B u/unu tpancesodareanna ExoKT .

[Ipu manuenture ¢ xemoauHamuyHa HectabmwiHOCT U nanHu oT KTIIA 3a BTE w/unu ot
ExoKI" 3a octpo 6enoapobno cwpue, u/umu ot Y3U-/IB 3a JIBT cnensa na ce npenmnpueme
cnenu@uyUHO JieueHre: MbPBUYHA penepPy3us.

[Tpu nmanmentute ¢ HeratuBHa KTIIA u Te3u 6e3 maHHUM 3a ocTpo OenoapoOHO chpie (OT
ExoKT') cnenBa na ce ThpcsT Apyrd JUAarHOCTUYHU IPUYUHU 32 CbCTOSTHUETO UM.

3. Knacuduxanus Ha nanuenture ¢ BTE

Cnen mmarnoctunupane Ha BTE ¢ ormen u30op Ha ONTUMalHO TEPaneBTUYHO
MOBEJICHUE C€ MPOBEXKIa CTpaTH(UKAIWs Ha pHUCKa BH3 OCHOBA HAa KJIMHWYHU JaHHH H
pe3ynraTtu ot J1abopaTopHu U 00paznu Metoau Ha uzcnensane (ExoKI/KT) (¢ur. 1).

3.1. Bucoxo-puckoBusat (MacuBeH) BTE e csc cmbpTHOCT >15%. Habmomasa ce mpu
okiry3ust Ha >50% OT MyJIMOHAJHUTE apTepuH U ce JeUHUPA OT HATUYHU:
» 1llokoBO ChCTOSTHHE W/WJIHM KIIMHUYHA CMBPT;
» Xwunoronusi (cucroino AH<90 mmHg wnu cnag Ha AH ¢ >40 mmHg 3a nmoseue ot 15
MUHYTH), HETIPEAU3BUKAHA OT apUTMHUSI, CETICUC WIJIU XUITOBOJIEMHUSL.

3.2.Antepmenuepen puck (cyomacuBen) BTE e ¢ puck or cmwpr 3-15%, nHamara
XOCIHUTAJIM3AMs, MOHHUTOPHUHT HAa KIMHAYHOTO CBCTOSIHHE W aHTHKOATYJaIusl.
Xapakrepusupa ce c:
a. KnmHu4Ha oneHka Ha pucKa NOCpeACTBOM BATHAMPAHHU cKaIu (Tabdm. 2):
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» PESI (Pulmonary embolism severity index) rpynu III o V

» sPESI (Simplified pulmonary embolism severity index) > 1 Toukm (puck ot cmbpT >10%)
0. Mapkepu 3a necuoxkamepHa ([AK) nruchynxuus

» JIK munaranus u nucyHKIMs, OlleHeHU upe3 TpancTopakamHa ExoKIT

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

» IloBuiienue Ha Mo3bueH HaTpuityperndeH nentun (BNP/ NT pro BNP)

» Bucoku HajsiraHUS B IECHU CHhPACYHH KYXUHHU IPH JSICHA KaTeThPH3aIUs

B. Mapkepu 3a MUOKap/HA Jie3usl

» Tosumenu tpononut T u |; MB ¢pakuus na CPK.

Taba. 2. Banunupanu ckanu 3a oneHka Ha KiuHUYHKUS puck npu BTE: Pulmonary embolism
severity index (PESI) / Simplified pulmonary embolism severity index (SPESI).

IMoka3aren PESI Toukn SPESI Toukn
Bn3pacr bpoii rogunu I Topu>80r
MBKKH 11071 10T
OHKOJIOTUYHO 3a00JIsBaHE 30T It
XpoHUYHA cepaeuHa | 10T
HEJIOCTAaThUYHOCT .

XpoHUYHO OenoapoOHo 3abomsBane | 10 T

[Tyncosa wectora >110 yn/mun 20T It
Cucronnuno AH <100 mmHg 30T It
Jluxarenna yectora >30/MuH 20T
Temneparypa <36 °C 20T
HapyieHno cb3HaHue 60T
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AptepuasiHa  okcuxemoryioonHosa | 20 T It
carypamus <90%

Crparndukanus Ha pucKa

MHOro HUCBHK PUCK Knac I: €65 1, 30-nHeBHA 0 T, 30-nueBHa
cmbprHOCT (0-1.6%) cMbpTHOCT 1%
Hucok puck Knac II: 66-85 1, cMbpTHOCT
1.7-3.5%
YMepeH puck Kmac  IlIl:  86-105 T,
cmbpTHOCT 3.2-7.1%
Bucok puck Kmac IV: 106-125 1,
cmbpTHOCT 4.0-11.4% > 1 1=30-gHeBHA
cmbptHOCT 10.9%
MHOro BUCOK pHUCK Kinac V: >125 T, cmbpTHOCT
10.0-24.5%

3.3. HemacuBuusit BTE ¢ ¢ puck ot cmbpt <3%. [IpoTtrya 6e3 mposiBU Ha XUIIOTOHUS,
6e3 mamnu 3a JK muchysxmums w/mnm muokapiHa sesus. Bojemu ca pecrnimpaTtopHUTE
CUMITOMHU: 3a]1yX, IJIeBpajiHa 00JKa, Kaluluiia, KpbBOXpak, ¢hedpunuter. Bb3mMoxkHa € paHHa
JEXOCTIUTANIN3AIMS WIH IPOBEXKAAHE HA IOMAIITHO JICYCHHE.

4. Jleuenune

4.1. IloBenenne npu Bucok puck (Macuen) BTE
4.1.1. Kopekuusi Ha XeMOJMHAMHUYHHUTE HAPYLIEHUS U JieYeHHe HA TUXaTeIHaTa
HEA0CTATHYHOCT

a. Kopexknusi Ha XHIOTOHUSATA: TTOCPEICTBOM ONTHMHU3HMPaHE HA NpeaHaToBapBaHeTo Ha JIK
(npeumsupana UHPY3MOHHA Tepamnus, npu koHTpoa Ha LIBH); BazonpecuBHu nexkapcTBeHu
NPOAYKTH: mpeanounra ce noradrenaline nngysus; Dobutamine u Dopamine ca noka3zanu
3a MPUJIOKEHUE TIPH MAIMEHTH C HUCHK ChplIedeH 1eOuT u HopMairao AH.

0. [Ipu xunokcemMuyHa AUXaTeaHa HEAOCTATHUYHOCT CE MpuIIara 103upaHa KUCIOPOAOTepamus
(BKJI. IpU MOKa3aHUSI MEXaHUYHA BEHTUJIALINS).

4.1.2. TIspBuuHa penepdy3us
4.1.2.1. ®uOpUHOJIMTHYHA Tepanus e MOKa3aHa Mpu BHCOK puck (MacuBeH) BTE,
KaTo HaMalsiBa CMBPTHOCTTA M  pEUUAMBHUTE, HO IIOBHIIaBa 4YecToTaTa Ha
MHTPaKpaHUATHUTE XeMOPAaruu U UHIUJEHTUTE Ha MAaCUBHO KbpPBEHE.
AOCOJIIOTHY NPOTHBONOKA3AHUS:
- XemoparuueH MHCYIT WM UHCYIIT C HESICHA FeHe3a
- HMcxemuueH MHCYIT ¢ 1aBHOCT 10 6 Mecena
- Tpasma Ha [IHC nim MeTacTaTH4HO aHTaXKUpPAHE
- Cpuerana TpaBma, BKJI. TJIaBa, FOJIIMa XUPYPru4Ha UHTEPBEHLINA 10 3 CEAMMIIN
- T'actpouHTecTHMHAIHO KbpBEHE B MocienHus 1 mecel
- N3BeCTHO aKTUBHO KbpBEHE
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Ta6.. 3. JlekapcTBeHH NPOAYKTH M 1034 32 puopunosnusa npu BTE?

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

4.1.2.2. Tlpu macuBen BTE u mpoTuBomnokazanus 3a GuOPUHOIN3A B CHOOpaKEHHE ca
XHpYyprudecka eMOONEeKTOMHUS, MePKyTaHHA KaTeThp eMOOJIEKTOMHUS MM eMOoIpparMeHTanus’,
JlokanHaTa KaTreThbp-HacOYEHa YyJTpa3ByK-acHUCTHUpaHa ¢uOpuHOIM3a B HUCKH no3u (10-20 mg
rtPA) B koMOMHamusi ¢ XemapuH BOOM 10 Obp3a XeMOAMHAMUYHA CcTaOwim3anus, 0e3 na

IoBUlIaBa CbIICCTBCHO YCCTOTATA HA XCMOPArnIHUTC yCJIO)KHeHI/ISIS.

4.2. TloBenenne npu Hemacusen BTE
IMannenture ¢ Bucok uHTepmenuepen puck 3a BTE (PESI rpynu 3-5, ¢ nannu 3a

JK nuchyHkius U Je3us) cielBa Ja IHOJydyaT aHTHKOAryjJaHTHA Tepamusl ¢ XeMmapuH U

CTPUKTHO J1a c€ MOHMTOpHUpAT noHe 48-72 yaca ¢ orjeja cCTapTHpaHe Ha >KMBOTOCIHACSABAILA

penepdy3MOHHA Teparnys NPy MOABa Ha Oelle3d Ha XeMOANHAMUYHA HECTAOMITHOCT ",

IIpu nauueHTUTE ¢ HUCHK MHTepMeauepeH puck U HucbK puck BTE ciensa na ce

MIPOBE/IC AHTUKOATYJIAaHTHA TEepaIlus.

AHTHKOATYJIAIMSA:

> Heppaxkuuonupan xemapun (HDPX) iv.. Bomyc 80 IU/kr t.1. (5000-10000 IU),
nocneasama uHpy3us 18 IU/kr T.1./9ac (1000 [U/gac). IIpu kouTpon Ha aPTT mo3ata ce
tuTpupa 10 1,5-2,5 mbTH KOHTpoOJIaTA.

» XenapuHu ¢ HUCKO MoJieKyJaHO Tersio (LMWH) u antu-dgakrop Xa JiekapcTBeHH
npoayktu. Ilokasanu ca npu Bcuuku nanueHTH ¢ HemacuBeH BTE, xourto Hsamar
O0b0peuHa HeTOCTaThYHOCT. [IpUIOKEHHETO UM B YCTAHOBEHHUTE JO3U HE C€ MOHHMTOPHpA
J1ab0paTOPHO.

>

Ta6ua. 4. 1o3u 3a noako:xxkuo npuiioxenue Ha LMWH u Fondaparinux (anTu-daxrop Xa)

Nnpu nauueHTu ¢ Hemacused bTE

JHeBHa 1032 HMHuTepBaj Ha NpUIIOKEHHE
Enoxaparine 1 mg/kr T1.T. Ha 12 gaca
Nadroparine 0.1 ml/10 kr T.T. Ha 12 gaca
Fondaparinux 5 mg (1.1. <50 k1) Ha 24 Jaca

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

Awnruxoarynaruara ¢ Heparin, LMWH umu Fondaparinux npoxbmxasa 5-10 man’®,
LMWH wunu Fondaparinux ce npeanountat npeg HOX B octpust craauii Ha BTE nopaau no-
pPEAKM XEMOpParudHU YCJIOKHEHUS M TO-HUCBHK PUCK OT TPOMOOIMTONEHHUS (XemapuH-
MHAYLHMpaHa TPOMOOIIUTONIEHUS).

HedpakuuonupaHusT XenapuH ce NpeArnovynTa Mpyu NalueHTH: IPU KOUTO ce 00ChKaa
nbpBUYHa  penepdysus  (puOpHHONM3A/MHTEPBEHIIMOHANIEH TOAXO0M); Ipu OBOpeuHa
HegocraTbuHOoCT (CrCl <30 mu/muH); npu u3paszeH odesuteT. [IpuunHuTe 3a Ta3u mpenopbka
ca: mo-KpaTkuat nonyxkuBotr Ha HOX, necen konTpon Ha edekra My (u3ciensane Ha aPTT),
BB3MOXHOCT 32 Obp30 HEyTpaJu3upaHe ¢ MPOTaMUH.

AHTHKOArynauuara ¢ HWHAWPEKTEH aHTUKoaryiaaHT (BurtamuH K aHTaronmer -
Acenocoumarol, Warfarin) creasa ma 3amoune 24-48 yaca OT HAYaloTO Ha JICYCHHETO.
3actenBanero ¢ HOX nnmu LMWH e 4-5 nHu, karo napeHTepanHaTa aHTHUKOAryjianus ce
npeycranoBsBa npu INR 2.0-3.0 B moHe 1Ba moclie10BaTETHU JHHU.

IIpn mauuventd ¢ HUCBK puck oT bTE mnpunoxxeHnero Ha T.H. HOBHM IIE€POpaIHU
antukoarynantu (HOAK) mokaza cxonHa TepameBTH4YHA €(QEKTUBHOCT B CpaBHEHHE C
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KIIACUYCCKUTC CXCMU Ha JICHCHHUC IIPU IMO-HUCKO HHUBO Ha XCMOPArvudHU YCIIOKHCHUS.
Hpe,Z[I/IMCTBaTa ca, 4€ JICUCHUECTO € C €UH JICKAPCTBCH IMPOAYKT U HC CC Hajlara 3aCTbIIBAHC,
CKBCSIBA C€ OOJIHUYHMSAT HpeCTOﬁ, 0e3 Ja C€ BjIomiaBaT TCPArI€CBTUYHUTE PE3YIITATH.

TaoJ. 5. [lpuiio:kenne Ha HOBU nepopajHu aHTHKoaryJaHTu npu BTE

JIEKApPCTBEH MPOAYKT Hacuimama go3a Moaabpikama g03a
Dabigatran Hauanna Tepanmus ¢ 2*0,150/nu
TpoMOHUHOB HHXUOUTOP napeHTepalieH

aHTukoaryiant 5-10

JTHH

Rivaroxaban 2*0,015/01 3a 3 0,020/nu
JupexTeH dakrop Xa HHXHOUTOD CeIMUIIH
Apixaban 2*0,010/qu1 3a 7 nHA 2*0,005/01
Jlupekren hakTop Xa HHXUOUTOP
Edoxaban Hauanna Tepanus ¢ 0.060/11
Hupekren hakrop Xa HHXHOUTOP IapEHTEPAIEH

a"TuKoarynar 5-10

JTHH

[TpoabKUTENTHOCTTAa HA aHTUKOAryJIaHTHOTO JeueHue npu bTE cinensa ga 6b1e none
3 Meceria.

Hporﬂo3a HA 3200JI9BaHETO:

[lpu apmexBatHO nuarHocTHIMpanu W JekyBann mnamueHTH ¢ BTE 30-mHeBHaTa
CMBpPTHOCT Bapupa Mmexay 9 u 11%, a tpumeceunara - mexay 9 u 17%. ABronusara Ha
MyJIMOHAJTHUTE TpomMOW dvecto He ¢ mwiaHa. Cinex octbp BTE u emnoromumien kypc Ha
aHTHUKOATyJIaHTHO JIedeHue nepy3uoHHaTa CHUHTUrpadus ycTaHoBsiBa pu 35% ot GonHuTE
MaJIKi OCcTaTh4yHU nepy3nonuu aedextu (B 90% ot cnydaure ca moa 15%).

YectoraTta Ha paneH peunauB Ha BTE (Ha ¢poHa Ha aHTHKOArynaHTHO jeyeHue) e 2%
Ha 2-pata ceamuua, 6,4% Ha 3-tus mecen 1 8% Ha 6-TUs1 Mecell.

KbcHurte peunanBu Ha 3a005siBaHeTO (Clie]] CIUpaHe Ha TEpanusTa) ca ¢ Hail-BUCOKa
yectoTta (13%) npe3 mbpBute 6-12 mecena. Cnen mbpBaTa rogrHa 4eCcTOTaTa Ha PELUANBU €
3-5%/ronuiino, kymynatuBHo 23% Ha 5-tata u 30% Ha 10-taTta roguna. [Ipu HenmpoBoKupaH
BTE dectora Ha penuIMBH € MO-BUCOKA.

XponnyHa tpomOoembOonuuHa nyiamoHanHa xuneptoHus (XTEIIX) ce ycranossBa
npu 0.4-6.2% ot nmamuenture ¢ npexusssad BTE, cpenno 3.4%°8. Jluarnosara ce mocrass,
ako ciex 3-MecedyHO e(EeKTHBHO JIEYeHHWE C AaHTHUKOAryJlaHT, IpH JsACHA ChpJeYHA
KaTeTpu3alsl ce YCTAaHOBU CPEIHO MyAMOHAIHO Hamsrane >20 mmHg, 6enoxpobHO cha0BO
cerporuBienne >3 Wood emumuuum (240 dynees/cm®). 3agbIDKMTENHM IOIBIHUTEIHU
ycnoBus ca: A/ Hanuuune Ha none 1 cermenteH nedekt B nepdysusta ot V/Q cuunturpadus
i KAT-nyamoanruorpadus; b/ Hopmanno myamo-kanuispHo Haasrane (wedge-pressure);
B/ OtchcTBHME Ha KIMHHUKO-TA0OPATOpPHHW JIaHHHM 3a JPYyro 3a0oiisiBaHe, OOSCHSBAIIO
HaXOJKaTa.
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IV. XPOHUYHU T'HOMHU BOJIECTH HA BEJIMS IPOB (CSLD) M
BPOHXUEKTA3NHU

Meuoro ot namuentute ¢ CSLD ocTaBaT HEAMarHOCTULIMPAHU W HEJIEKYBAaHU U PUCKYBAT
MIPESKIECBPEMEHHO U YCKOPEHO yBpexkaaHe Ha Oemust aApo6. Ta3u MeTouKa mpecTaBst IPEemopbKe 3a
nuarHoctuka W Tepanuss Ha CSLD/OponxmexTtasuu (HecBbp3aHu ¢ MykoBuciumo3a, CF) mpu
BB3PACTHU B bbirapusi.

basupa ce Ha omura OT MO-paHO H3MOJ3BAHM HACOKHM M JACPUHHUIMM B CBETOBHATa
auTeparypa M OCHUrypsiBa OOI Tperjiesl, HaCOYeH KbM OCHOBHA M BTOPUYHA TpHXXKa U HE €
NpeAHa3HaYeH 3a WHAMBUAYAJIU3UPAHU CIEHUAIU3UPaHu Tprku. KakTo mpu BCUYKM HACOKH,
PHKOBOJICTBOTO HE 3aMECTBa pa3yMHAaTa KIMHUYHA IPEIEHKa, 0COOCHO KOraTro ce pasriekaaT
TakuBa (PEHOTUITHO-XETEPOTr€HHHU ChCTOSIHUS KaTO OPOHXUEKTA3HHTE.

[IpenopbkuTe ce OCHOBaBaT Ha HAJIMYHUTE JIOKa3aTescTBa. M3moi3Banu ca MpUHIIMIIUTE HA
OCHOBaHa Ha JI0KAa3aTeJICTBA MEIUIIMHA U PEBUUPAHUAT MOJIXOJ] KbM pa3pabOTBaHETO HAa HACOKHU
(GRADE) 3a kareropusupaHne Ha PEMOPHKUATE B: CHIIHA, cllaba min 06e3 KOHKpPETHA MPEnophKa.

1. Hean
1. IToBuimaBane Ha ocBeoMeHocTTa 32 CSLD / GpoHXMEKTa3uu MpH Jiela U Bb3PacTHH;
2. IloompsiBane Ha MO-paHHa M Mo100peHa AuarHocTuka u Koutposn Ha CSLD / 6ponxuexra3uu;
3. IlpeacraBeTe akTyaau3upaHa HACOKA, CBbP3aHa ChC CTpaHaTa HH;
4. HamansBaHe Ha CHMIITTOMUTE MPH THOWHUTE OOJIECTH U IPEJOTBPATABAaHE HA eK3alepOannTe.

2. Konreket (mpeaucropus) na CSLD

Wma ockbAHM IaHHU 3a yecToTara u pasnpoctpaHenuero Ha CSLD. Hackopo mybnukyBanu
JAHHW 3a TOJMINHA XOCMUTANU3alKs Ha OPOHXUTEKTa3uW B bbirapusi karo OCHOBHa JMarHo3a
nokaspar mnosumieHue mexay 2000 u 2018 (cvorBetHo 14 mo 21 nHa 100 000 HaceneHue).
HapacrtBamata TeHzneHLUs € CBETOBEH (DEHOMEH, KaTO HSIKOM JbP)KaBH ChOOIIABAT 32 CMBPTHU
Clly4yau JIOpU B JIE€TCKa Bb3PACT, KAKTO U HAPACTBALIOTO MOCKBIIBAHE HA UKOHOMUYECKUTE PA3XO/IH.
[Tocnennute naHHM 3a Bh3pacTHA XOCIHUTAIIM3UPAHA KOXOPTa OT CTpaHara choOmasar, ue 34.2% or
KOXopTara ca moynHanu (mpe3 ciensauute 5-10 roanHn) Ha cpeiHa Bb3pacT 42.5 ToAuHH.

Bponxuekrazuure moraT na ObIaT HENPABWIHO JAHATHOCTUIIMPAHU 3a€AHO C JIPYrd
XPOHUYHU pecrnupaTopHH 3aboisBaHus. [Ipu HacTOAIIUTE MPOTHO3M CE€ yBEIMYaBa CMBPTHOCTTA
IIpU XpOHUYHA 00cTpykTHBHA OenoapooHa Oonect (XOBB) u OponxuekTazuu (KOeQUIIMEHT Ha PUCK
= 2.54). Ot 29 no 50% ot xopara ¢ XObb u 10 40% OT HOBONOCTHIUINTE MAIMEHTH C TPYIHO
KOHTpOJIUpyeMa acTMa M XpPOHWUYHA KallUIdlla WMaT OpOHXHEKTa3u. BeposiTHO € MHOro OT
XPOHUYHUTE PECHUPATOPHU CUMNOTOMHM, Abkamu ce Ha CSLD, ga ocraHaT HEAMarHOCTULIMPAHHU.
CpIo Taka, yCIOXKHEHUSATA M CBHI'BTCTBAIIUTE 3a00JsIBaHUS, CBBbpP3aHU C OpPOHXHMEKTa3HUTE, CE
MIPOCTUPAT OTBB/I AUXATEIHATA CHCTEMA U BKIFOUBAT KapIUO- U TICUXOJIOTHYHHU €(EeKTH.

3. OnpeneseHus: U TEXHUTE OrPAHUYEHUSI

HNepununuure Ha CSLD/Oponxuektazun — emnuema, OenoApoOHUAT alcuec H
OpOHXHMEKTa3UUTEe Ca MPU3HATH KIMHUYHU €IMHHIIM, CBbP3aHU C THOMHM cekpeTu. CUMITOMHTE
W/WIM TIpU3HALUTE TIpU OPOHXMEKTa3WHUTE BKIIIOYBAT peluauBHpaimia (> 3 enusoja) BiIaKHA WIH
NPOAYKTHUBHA KallUIMIA, BCAKA C TMPOIBIDKHTEIHOCT > 4 ceAMULHM, CbC WM 0e3 Jpyru
XapaKTePUCTUKH, BKIIOUUTEIHO JUCIHES MPU HATOBapBaHE, CUMIITOMH Ha CBPBHXUYBCTBUTEIHOCT
Ha JUXaTeJIHUTEe MbTUIIA, PEUUAMBHUpAIIM HH(GEKUMH Ha JIOJHUTE JUXATeTHH MbTHUIIA
(BKJIIOUMTENTHO MHEBMOHUS), OapabaHHM NPBCTH, XUnepuHiIauus U AedopManus Ha rpbIHATa
creHa. /lmarHo3ara OpOHXHMEKTa3MM c€ Ompelens KaTo XPOHWYHO PEeCIHpaTopHO 3aloisiBaHe,
XapaKTepu3upamo ce C KIMHUYEH CHUHAPOM Ha KallIuia, Xpadyku M OpoHXHadHa HHOEKIHs,
PEHTI€HOJIOTHYHO aHOpMaJlHa U MOCTOsIHHA/HeoOpaTUMa ausartanus Ha Oponxure. OcHOBaBa ce J10
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rojisiMa CTENEH Ha JaHHUTE OT CKaHWpaHe Ha Oenust Ipo0 MpU BUCOKOE(PEKTHBHA KOMIIOTHPHA
tomorpadus (HRCT). Llenta e monoOpsiBaHe Ha KaUe€CTBOTO Ha JKUBOT U CIIMPAHE HA Pa3BUTHUETO HA
3a00J51BAaHETO, KaTo C€ pelylupa KallUIMlara, IPOM3BOJICTBOTO HAa XpayKu, 3a7yXa, yMmMopara,
XEeMOITH3AaTa, TphAHATa OOJIKA.

Ilpenopvka-1

e la. bpoHXMEKTa3uuTe ca KJIMHUYEH CHUHAPOM CbC CUMITOMU W/miau npusHauu ot Kape-1 u
HAIMYME HAa XapaKTepHH PEHTreHOrpad)CKU XapaKTepPUCTHUKHM OT KOMIIOTHpPHAa ToMmorpadus c
BHCOKa pe3oJrorus Ha rpbaaus ko (c-HRCT).

¢ 16. CSLD e kIMHUYEH CHUHIPOM ChC CUMOTOMH W/WJM MpHU3HALU, ouepTanu B Kape-1, HO KouTO
HsAMAT oOpa3HaTa AMarHo3a Ha OPOHXHEKTa3HH.

Kape-1
[ToBTapsaum ce (> 3) enuzoza ¢ BIaXKHA WIM NIPOJTYKTUBHA KAIIMIA, BCSIKA C IPOABIDKUTENHOCT > 4
CEeIMUIIM, C UM 03 APYr'H XapaKTepPUCTHKH, HAMp. TUCIHEs [IPU HAaTOBapBaHe.

* CUMIITOMH Ha XHUIIEPUYBCTBUTEIHOCT Ha TUXATEIHUTE IBTUIIIA,

* TIOBTAPSAIIM c€ MHPEKIIUU Ha Oenus apoo,

 OapabaHHU IPBCTH,

* CBPBX pa3llyBaHe Ha Oenus Apo0 UM gegopmanus Ha rpbAHATa CTEHA.

CTEIIEH-cuana
4. U3caenBanus Ha manueHT ¢ CSLD / OpoHxuekTazuu

Oo0Opa3Ha IMarHocTuKa
> H3BbpuiBaHe Ha 0a30Ba peHTreHorpadust Ha rpbAHUS KOLI PU NallMeHTH ¢bCc cbMHeHue 3a CSLD
/ OPOHXHEKTa3HUHU.
> W3BbpiIBaHE Ha KOMIIOTbpPHA ToMorpadus ¢ TbHBK ydacTbk ckanupane (CT), 3a ga ce noTBbpau
JMarHo3ara OpOHXMEKTa31H, KOraTo ce mpeAroara KIMHUYHO.
> l3pbpriBane Ha 0a30BO M3CIIE/IBAHE 110 BpEME Ha KIIMHUYHO JICUCHUE U CTa0MITHO 3a00Js1BaHe, Thil
KaTo TOBA € ONTUMAJIHO 3a AUATHOCTHKA U CEPUIHO CPAaBHEHUE.

3naren cranpapt ocraBa nuarHoctudeH c-HRCT. Bovnpeku toBa, c-HRCT, pexonctpyupan ot
myntu-aerektopHo (MDCT) ckanupane, € 3HaYUTETHO MO-YyBCTBUTEICH OT KOHBEHIIMOHAIIHUS C-
HRCT.

Ilpenopvka-2

e 2a. [larueHTH CcbC CUMITOMM W/MIM TpPU3HALM, Mpeanoyaramiyd OpOHXMEKTa3uu, M3UCKBAT C-
HRCT 3a noTBbpk/1aBaHe Ha AMAarHo3aTa U 3a OLIEHKA Ha TEXKECTTa U CTENEHTa Ha OPOHXUEKTa3UH.

¢ 2b. MDCT ckanupane ¢ HRCT pexkoHCTpyKIus € mpeanoynTaHaTa TEXHUKA 3a JUArHOCTUIIMpPaHE
Ha OpOHXMEKTa3Uu.

CTEIIEH -cunna; /lokazamencmeo - Ymepeno

ETnosorus
Omnwucanu ca peauna NpUIMHHN U cBbp3aHu (akropu 3a CSLD / 6ponxoekTaszuu:

¢ Bponenu npuuunu (Hamp. Monier-Kuhn, cunapom Ha Young);

e XOBb / nymene;

e MykouunuapHa AMcQyHKIMS (Hamp. IbpBUYHA LIUJIHApHA JUCKUHE3U);

e MykoBucuuao3sa (kuctuyna ¢pudposa, CF);

e IMyHeH nepuiuuT (IbpBUYEH WK BTOPUYEH, HAp. XUIIOTaMarjioOyInHeMus,
TpaHCIIaHTaIMs Ha OsUT ApoO U KOCTEH MO3BK, 37I0KauecTBeHo 3abomnsaBane, HIV / CITNH);
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[Tynmonapna ¢pubpo3a 1 THEBMOKOHHO3a (HAIp. CHJIMKO3a) — MPUYUHSABA TPAKIIMOHHU
OpOHXHMEKTA3HH;

ITocT 0OCTpyKTUBEH (HAIIpUMED YYKIIO TSIIO);

[Mocr-unpexuno3nu (Hanp. TyOepKys03a, aleHOBUPYC, PEIMINBUpPALIA THEBMOHUS);

[leproanuna acnupanus Ha MaTbK 00eM (OT CeKpelysi Ha TOPHUTE TUXATEIHH ITHTHUINA UIH
CTOMAIIIHO ChAbPKAHUE);

e CucreMHU BB3NAIUTETHH 3a00siBaHus (Harp. PeBMaTonieH apTpuT, capkonio3a).

Nnentudumnmpanero Ha MpUUMHATA M TEXKECTTA HA 3a00JIBAHETO MOJKE J1a TIOBJIMsIC HA KOHTPOJIA U
WHTEH3WBHOCTTA Ha jiedueHueTo. [IpenmoppuBat ce uzciensanus 3a cnenuduanu npuanau 3a CSLD /
OpOHXMEKTa3WH, BBIPEKHM Y€ MHOrO IMAlMCHTH HAMAT HWJASHTU(UIMpPAHA  ETHOJIOTHS.
BporxockonusiTa OOMKHOBEHO € MOKa3aHa MPH TPYIHO OTXPAayBaHE W JIOKAIM3HPAHO 3a00JsBaHE.
Kato ce mmar mpenBuja mocieauiuTe OT OpOHXHEKTa3ulTe 3a KoHTposia Ha xopa ¢ XOBb, e
BKJIFOYEHA HOBA MPETOPbHKA.

Ilpenopvka-3

Ha ce momuciu 3a c-HRCT npu BB3pacTtHu ¢ XOBbb u >3 ex3anepbanuu roauiirHO, MHOTO TEXKKO
3abomsBane (FEV1, <30% oT mpenBUASHUTO WIIM W3MCKBAIIM JAOMAIIHA KUCIOPOAOTEPAIHS) HUITH
YUATO Xpauka ChIbpXKA OpraHu3Mu, kouto ca HetunuyHu 3a XOBb winm HeTyOepkyno3HH
mukoOakTepun (NTM).

CTEIIEH - nucka; /loka3aTejicTBO-HUCKO

TexecT

B ponbnHeHuMe KbM PYTUHHUTE KIMHUYHM JaHHM (KalUIMIA, Xpaykd, CTENeH Ha 00OCTpsHeE,
Ka4eCcTBO Ha JKMBOT W Jp.) U PAJAMOJIOTHYHA OIleHKA, OOEKTHBHU TECTOBE MPEAOCTaBAT HH(MOpMAaIUs
3a TeXeCcTTa Ha 3a00JsIBAHETO U TIPOTHO3aTA.

Besonpoona ¢pynkuusi: Bernpekn e cimpoMeTpusiTa € KIIaCH4ecKd OOCTPYKTHBHA, C€ MIPU3HABA U
pecTpUKTHBEH Mojien. M3MepBaHusATa Ha CHUPOMETpHsITa U o0emMa Ha 6enuTe IpoboBe TpsiOBa Ja ce
OLIEHSBAT MPY THArHO3a M CIHUPOMETPHS, U3BBPILIEHA NIPU BCEKH TIpeTyie]l, BRIPEKH Y€ Te MOraT Ja
ObJaT OTHOCHTEIHO HEYYBCTBUTEJNHHU MpU JIeKH 3a0oisBaHusA. Moxe J1a HAcThIIM YCKOPEHO
BJIOIIaBaHE Ha OenoapoOHara QyHKUUA. AKO cepUilHMTE U3MepBaHUs Ha OenoapoOHaTa QyHKIUS
MoKa3BaT Mporpecust Ha 3a00JsIBAaHETO, C€ MPENopbUBa MPEolieHKa Ha TepanusiTa. [Ipu Bb3pacTHH C
YMEPEHO TEeKKa OPOHXUEKTa3Msl PUCKBT OT CMBPTHOCT € CBHP3aH ChC CTENEHTA Ha yBPEXKIaHE Ha
6enoapoOHaTa (QyHKIUA. JpyrH OIIEHKH, BKJIIOYMTEIHO CIOXHA OenoapoOHa ¢(yHKuMS U 6-
MHHYTHH TECTOBE 3a XOJEHE, IOHSKOra ce H3ION3BAaT 3a OINpeleisiHe Ha (QYHKIIMOHAIHO
yBpEXJIaHe.

Muxkpoouoaorusi: MuKpoOHMOJOTHYHOTO U3CJIEBaHE Ha JMXATeTHUTE IbTHINA IoMara 3a
antTuOnoTnuHata tepanus npu CSLD / Oponxuekrasuu, ocoOE€HO aKo HMa BJOLIABaHE WU
HeaJleKBaTeH OTroBOp Ha TeKymoTo JiedeHue. [Ipu Bwv3pacTHuTEe mpeobnanaBaT Pseudomonas
aeruginosa (Pa) u nerunusupanu Haemophilus influenzae (NTHi). Oxomno 25-45% ot npobute ot
JUXaTeTHUTE MbTUIA HE MOKa3BaT pa3BUTHE HA MAaTOTeHHU OakTepuu. Thil KaTo 3a00isIBaHETO
mporpecupa, MUKpoOHo3aTa ce MPOMeHs, 4YecTo ¢ MmosiBa Ha Pa mpu mo-HampenHano 3a0oisBaHe U
NpOTHO3MpaHe Ha To-Jioma nporHosza. Bumosere Aspergillus u nontuberculous mycobacteria
(NTM) ce oTKpWBaT NpH HIKOHM BB3PACTHU C OPOHXHEKTA3MH, BRIIPEKH Y€ TAXHATA MATOTCHHA POJIS
e HecurypHa. Boerpeku ToBa, HTM e 3ameceH B ek3auepOaliy 1 BiOIIaBaHe Ha Oemute ApoOoBe.
HoBu ca nuarHOCTHYHUTE W KIACU(PUKAIIMOHHN HACOKW 3a aCMEKTHTE, CBBbP3aHHU C aclepruiosa.
MornexyasipHUTe U CeKBEHUpALIX Oa3upaHHU W3CIEABaHMS ca Mokasanu uzobunuero (1o 83%) Ha
aHaepoOHU OAKTEPUH U CIOXKHOCTTA Ha OemoapoOHaTa MUKPOOHOMA, HO KITMHUYHHUTE TTOCIIECICTBHS
ocTaBaT HECUTypHH. B CBIIOTO Bpeme NpH BB3pacTHU 4HOBEWIKUAT T-kieThueH auMdoTpoduueH

37



Bupyc (HTLV) -1 ce cBbp3Ba C MOBWIIEH PUCK OT Pa3BUTHE HAa OPOHXUEKTA3WW U C TO-JIOII
pesyJrar.

Jpyru TecroBe: benoapobHa apTepuanHa XUNEpTOHUS YCIOKHIBA TKKUTE OpoHxuekTaszuu. [lpu
HanpeaHaio 3aboiiBaHe, XPOHUYHATA MM HOIHA XUIIOKCEMHUS ca YECTO CpPEIlaHU U MpHU U30paHU
MALMEHTH CE€ U3MCKBA KPHbBHO-TA30B aHAIM3 OT apTepHaliHa KPbB, €XOKapAUOorpaMa U KUCIOPOJHA
OLICHKA.

Ilpenopvka-4

[IpoyyBaHeTo Ha MO-HATATHIIHA MCTOPHUS 33 KOHKPETHM OCHOBHHM NPUYMHU MOXKE Ja ONPEACIH

MOCJIEABAIO KIMHUYHO-IUArHOCTUYHO ThpPCeHE U KOHTpouL. McTopusita TpsiOBa 1a BKIIIOYBA!

e AHaMHe3a, TpeAnonarama KacTo3Ha ¢uopo3a (damuiaHa aHaMHe3a, MAHKPEATHT, XPOHHUYHH
CTOMAIIHO-YPEBHU CUMITOMHU, MBKKO O€3ILUIOANE);

e OCHOBEH HMyHEH JeQHUUUT WIM IWIMApHA JUCKUHE3Ws (TIOBTapsllM C€ CHHY3UTH,
EKCTPAIyJIMOHAIHU WH(EKIINH, BKIIOYUTEIHO U3MHCBAHE HA YIIUTE U TEKBK ACPMATHUT U MBKKO
oe3roaue);

e [loBrapsima ce acnupanus (Kaluivia ¥ / WIK 3aJaBsHE C XpaHa / XpaHa, ciea OapuaTpuyHa
XUPYPrusi, MOXKe J1a ObJIe OKYJITHA);

e BaumiBane Ha 4yXJ10 TSUIO;

CTEIIEH-cunna; /lokazamencmeo-Ymepeno

Ilpenopvka-5

CrpaBka Wiy U3BBbPLIBAHE HA OCHOBHU U3CIIEABAHMS:

Munumannume paszcneoeanus ca:

e [Ib11Ha KpbBHA KapTHHA U OCHOBHU UMYHOIJI00YIMHOBH KiacoBe G, A, M, E;

e Tect 3a n3norsBane npu U30paHu Bb3pacTHHU;

e KyiTuBrpaHe Ha CEKpelMM Ha JUXATEIHUTE IIBTUILA, BKIOYUTEIHO CIELHAIN3UPAHU KYITYPH 3a
MukoOakTepun, ocooeno NTM npu marueHTH, OTACISIINA XPAuKH;

e Cnupometpust U 06eM Ha Oenute 1poOoBe;

e Cepouorus 3a Aspergillus;

Honvanumennu uzcneo8anusi:

e 3numman (pakumoHeH Ha3alleH a30TeH OKCHUJ, YeTKOBa OMOICHS 3a M3CJIeIBaHE Ha MOJBUYKHOCT
Ha Ha3aJHYU LWIMAPHU KJIETKM W/WJIM FeHEeTUYHO U3CIIe/IBaHe 3a MbPBUYHA LIMJIMAPHA JUCKUHE3NS;

e [IpoBexiane Ha MOTEH TECT W/UIU yABJDKEHO TecTBaHe Ha MyTtauuu Ha reHa CFTR (Bb3pacthHu Ha
Bb3pacT <50 roguHM WM NpU TaKkuBa C €MHU30JM Ha IaHKpPEaTUT, OOCTPYKLHMS Ha dYepBaTa,
TOIUIMHHA MIPOCTPALMsA U IPM  TAallMeHTH CbC  CBIBTCTBALIO  YEPHOAPOOHO  3aboJisiBaHE
WIM  MBXKO 0e3Iioaue), Ipu CbMHEHHE 3a KUCTUYHA (huOpo3a NpHu Bb3pacTHH;

e bpoHXOCKOIUs TpU CHbMHEHHME 3a YYyXKAM Tejla, aHOMaJIMM Ha JAUXATeJHUTE NbTUIA U
HEOO0XO0AUMOCT OT MpoOM 3a MHUKPOOHMOJOTMYHO H3CIE/IBaHE Ha PECHUPATOPHHU IAaTOTEHH,
BKJIFOUHTEITHO MUKOOAKTEpUU;

 Ouenka 3a acnivpanus (ITbpBUYHA UM BTOPUYHA);

¢ JIOBJIHUTETHY UMYHOJIOTUYHU TecToBe ((QYHKIIMOHATHU TECTOBE 3a HEYTPODUIN U MOATPYNH Ha
mumdonuty, noaknacose IgG, peakuu Ha aHTUTENA KbM BaKCHUHH);

* X1B, Human T-lymphotropic virus type 1 (HTLV-1);

» Exokapanorpama, 0coOO€HO KOraTo MMa CbMHEHHE 3a 0eoIpoOHa XUIIEPTOHHUS;

CTEIIEH-cunna; /lokazamencmeo - Ymepeno

Ilpenopvka-6

IloTbpceTe AONMBIHUTENHA UCTOPHS, 3a JAa ONPEACIUTE MapKepH 3a TEXKECT, Bb3ACHCTBHE Ha
3a00JIIBaHETO, CHI'BTCTBAILM 3a00JsBaHUS U MoauduuupyeMu puckoBu ¢akropu. Hcropusita
TpsaOBa J]a BKJIIOYBA: YECTOTA Ha eK3auepOaluy M XOCHHUTAIM3alliu, CTETIeH Ha OrpaHUYaBaHe Ha
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YCUJIMETO, U3JaraHe Ha TIOTIOHEB UM M JPYTH 3aMbPCUTEIH, HCTOpUS Ha JAETCTBOTO U
xunuiie. CTEIIEH - cuina; /loka3aTesicTBo - HUCKA

KonTpoa

PanHOTO M e(heKTUBHO MpOCIIeAsiBaHEe HaMaJIsIBa KPAaTKOCPOUYHATA M IBJITOCPOYHATA 3a00JIeBaEMOCT.
[Ipu noxxonsuio yeyenue, OernoapodHaTa O6oecT, yClIoKHsBallla MbPBUYHUS UMYHEH JehUIUT, HE
TpsiOBa na ce Biomasa. [lo-romsMara mpoABIKUTETHOCT HA XPOHUYHA MPOAYKTHBHA KallUIUIA €
CBBP3aHa ¢ Mo-Jiomia PyHKIMs Ha Oenust Apo0.

Ilpenopvka-7

Ilenta e na ce onTUMH3Upa OOMIOTO OJIATOCHCTOSIHUE, KOHTPOJA Ha CUMITOMHUTE, OeroapoOHaTa
¢bynknus, kadectBoro Ha kuBOT (QoL) M nma ce Hamanm yecroraTa Ha OOOCTpsSHE W Ja ce
NpeJOTBpPaTH NPEKOMEPHOTO HamalsiBaHe Ha OenoapoOHara ¢yHkuusa. ToBa MOXke 1a HM3HMCKBA
MHTEH3UBHA MEIUIIMHCKA TEPATIHS.

CTEINEH-cunna; Jloka3aTe/iCTBO-BUCOKA

O0ocTpsinns

Ex3anepOanuure Bromasat QoL, yBennuaBar pasMepa Ha IUXaTENHUTE IBTHINA U CUCTEMHOTO
BB3MNAJICHHUEC, BOAAT [0 XOCIHUTalIW3alud MW Ca HCE3aBUCHUM IIPCAUKTOP 3a HaMaJIIBAHC Ha
OenonpoOHaTa ¢yHkiusa. CUMOTOMHUTE BKIIOYBAT > 72 4Yaca YCHJICHA KalUIWIA, NpPOMSHA B
XxpaukuTe (00eM, BHUCKO3UTET, BHJ Ha XpaukaTa — CJIy3HO-THOWHA, THOWHA), 33JyX, XEMOITH3a
W/WITM KOHCTUTYIIMOHHO Pa3CTPONCTBO (HEPa3MoI0KEHHEe, yMOpa).

Ilpenopvka-8

Pa3paboTBaHe Ha TUIaHOBE 3a JICYCHHWE HA eK3alepOaliy 3a BCCKW TAIMCHT, CBBP3BAINA TH C
I'BPBUYHU 3[IpaBHU TPIDKU U CHEHMATU3UPaHU UM OONMHUYHU chopbxkeHus. Korato e ymecTHO,
TOBa BKJIKOYBA UHIWBUIYATU3UPAHU U CAMOCTOSATEIIHH IUIAHOBE 3a JICVCTBUE 3a YIPABJICHUE.
CTEIIEH-cnana; J/loka3aTejicCTBO - HUCKA

1. TEPAIIUSI - AHTUBHMOTHULHA

Bucokure OakTepuanHM HaTOBapBaHUs B JAMXATeJIHUTE NObTULIA Ha mnamueHtn ¢ CSLD /
OpOHXMEKTa3UM ca CBbP3aHU C MOBHUILIEHM PECNUPATOPHU CHUMIITOMH, MO-4E€CTH OOOCTPSHUS U
MOBUIIIEHW MapKepH Ha Bb3naseHue. CienoBaTesHO, aHTUOMOTUYHATA Tepanus 3a HaMalsgBaHe Ha
0aKTepHaTHOTO HATOBAapBaHE MMa IIEHTpaJiHa YIPABJIECHCKA POJIS.

1.Ilpu octpute o0OOCTpPSHUS, B 3aBUCUMOCT OT TEXKECTTa, IIbPBOHAYAJIHO CE€ ONMTBAT
KpPaTKOCPOYHUTE MEPOPAIHU aHTHOMOTUIM M amOynaTopHuTe Tpuxku. [lo-TexkuTe enu3oau
M3HMCKBAaT MHTPABEHO3HW AaHTUOMOTHUIM, KOMOMHUPAHM C HMHTEH3MBHA (pU3MOTEpanus U ApPYru
METOAM 3a H3YUCTBAHE Ha JIUXATEJHUTE IbTHUINA, BKIIOYUTETHO MyJIBEpU3MpaHa Tepamusl.
Brrpeku ye nurncBar coiuHU A0Ka3aTeNCTBA, OOMKHOBEHO CE MPEnopbyuBa JIBYCEIMUUYEH KypC Ha
aHTuOMoTHIM. OTroBOpPHT Ha TepamuATa BKIOYBA HaMaleH 00eM M NYypYJIEHTHH (THOWHM)
XpayKuTe, KakTO W MOAOOpPEH XapakTep Ha Kauuidnara (BIaXKHa 1O Cyxa WM CIHpaHEe Ha
Kanumara), obmo Onarocberostaue, QoL u mapkepu Ha cucteMHO Bb3naneHue (C-peakTHBEH
MIPOTENH), MUKPOOHO U3YHCTBAHE U BPbIIaHE KbM U3XOJAHOTO HUBO ChCTOSIHHE.

2. H3kopenssane na Pseudomonas aeruginosa (Pa): xponunuynata wuHpexkuus c Pa mpu
CSLD/0bponxuekTa3uu € CBbp3aHa C HampeaHaao 3a00JsiBaHE W BIIONIABaHE Ha KIMHUYHHUTE
pe3yaratu. Majko peTpoCeKTUBHO NMPOyYBaHe ChoOIaBa, 4e Mpu MbPBOTO U30JIMpaHe, Pa Moxe
na Ob/e JTUKBUIUPAHO C MHTPABEHO3HU aHTUOMOTHUIIM, MOCJIEIBAHO OT 3-MecedHa IepopajHa U
MHXaJAallMOHHA aHTH-TICEBJIOMOHAJIHA aHTHOMOTHMYHA Tepanus. JlokaTo epagukanusra e
CBITBTCTBAHA OT HaMaJICHH CKOPOCTH Ha 00OCTpsIHE, ca HEOOXOAUMH JOIBIHUTEIHH IPOyYBaHus,
3a Ja ce IEMOHCTPUPA HAKAKBA MPOABDKUTETHA KITMHIYHA 110J134.

3. IbarocpoyHo TMOTHCKaHe — IleJiTa Ha JBJITOCPOYHATa IEepopalHa WM HMHXaJalllMOHHA
aHTUOMOTHYHA Tepanus € Ja ce HaMmaiu OaKTepUaIHOTO HATOBapBaHE M BB3MAJCHUETO Ha
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JUXaTeTHUTE MMBTHUIIA, KOTaTO HE € B3MOXKHO TPAHO YHMILIO’KaBaHE HA TO-HUCKHU PECIIUPATOPHU
natoreHu. M3muTaHus C TPOIBIDKUTEIIHO TNPUIOKEHUE Ha TepopalieH OeTa-TakTaMas3eH
aHTUOMOTHK U MHXAJUpPaHW aHTUOMOTHUIM JaBaT MPOTUBOPEUUBU PE3yATaTH 3a KIMHHYHA MOJ3a,
KaTo Hal-moOpuTe J0Ka3aTeNcTBa ca MPEJOCTABCHH 3a I0JI3a OT PAHIOMHU3UPAHO KOHTPOIHPAHO
npoyuBane (PKM) BbpXy wuHXamaropeH reHTaMulMH/aMuKanuH. OOpaTHO, MOCIEAHUTE
paHJIOMU3HPAHH, TUIANE00-KOHTPOIMPAHH MPOYYBAHUS HA MAKpoauou B TPOABIDKCHHE HA 6-24
Mecela, JOKJIaJBaHu OT eK3alepOanuuTe, ca HamaneHu ¢ 33-64%, a B HIKOW CiIy4dau MOJ00peHa
QoL u Genoapodna ¢ynkiusa. HezaBucumo ot ToBa ca HEOOXOIUMU JOIMBIHUTEIHN TPOYYBAHUS,
3a J1a ce YCTaHOBHM TsIXHaTa LsIocTHA podis U Oe3onacHocT B CSLD / 6ponxuekrasuu, 0co0eHO Mo
OTHOIICHWE HAa KJIMHUYHUTE IOCJICJACTBUS OT PAa3BUTHUETO HA AHTHOMOTHYHA PE3HCTEHTHOCT.
Makponuoume mpaodea oa ce uzdazeam npu me3u, KOUmMO HOJAYUABAM AHMUAPUMMUYUHU
cpeocmea om knac IA / I, ako uma yovasxcen QTc unmepean unu kamo eounHu4en azewm,
Kozamo ce Kyamusupam NTM.

Ilpenopwvka-9

N360pbT HAa AaHTHOMOTHUITN TPSIOBA J1a € OCHOBAH HA PE3YJTATUTE OT MUKPOOUOJIOTUIHO U3CIICIBAHE
Ha ceKpeT oT nonHu auxartenuu npruma (JI1) — xpauka, OpoHxoacnupaT uiiu OpOHXO0AIBEOIAPEH
JaBaX. AHTUOMOTHYHHST MOJIEIN TPsIOBa J1a € ChOOPa3HO KIMHUYHATA TEKECT U TOJIEPAHTHOCT Ha
MaUeHTa, BKIIOUUTEIHO alleprus, KaTo Mo-KpaTku Kypcose (<14 qHu) ca mojie3HU 3a JeueHue Ha
MAIUEHTH ¢ Bb3PAaCTHU OPOHXHEKTa3UU C OCTPO 00OCTpsIHE B CpaBHEHUE C KypcoBe OoT 14-21 nHu
Ha CUCTEMHAa aHTUOMOTHYHA Tepariusl.

Jlexa 10 ymepena YmepeHa 10 Te:kKa ex3anepoéanusi

ciprofloxacin ako uma P.
aeruginosa (Pa) B mociennute

KYJITYpH.

ex3amnepoanus (IV tepanus) *
(nepopasna tepanus) "
Hauanna amoxycillin, ampicillin,cefotaxime or ceftriaxone
EMITUPHYHA amoxycillinclavulanate (amoxycillin, amoxycillin-clavulanate,
Tepanus* or doxycycline or cefuroxime)

piperacillintazobactam, ticarcillin-
clavulanate, or

ceftazidime + tobramycin§

IIpU TCIKKACK3aLCpJIalius 1IN Pas
MOCJIEAHUTE KYITYpH

Cnenuduynu natorenn &

H. influenzae
[-lactamase—ve
pS-lactamase
+ve

Amoxycillin
amoxycillin-clavulanate
or doxycycline

ampicillin (amoxycillin}) cefotaxime
or ceftriaxone (amoxycillinclavulanate
or

cefuroxime),

S. pneumoniae

Amoxycillin — 14

aan 500 mr 3X0H.

R0

Doxycycline — 2x100 mr/nu

benzylpenicillin G,
ampicillin (amoxycillin)

M. catarrhalis

amoxycillin-clavulanate —
3x625 mr/an.
Clarithromycine — 2x500 mr/nn

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

Haemophilus
influenzae- beta
lactamase negative

Amoxicillin 500mg — 3xau
i Amoxicillin 1,0 rp. 3x nH.
mi Amoxicillin 3,0 rp. 2x gH.
i Doxycycline 100mg 2x

JH. WJIN
Ciprofloxacin 500mg mimu 750mg

2X IH.

Ceftriaxone 2,0 rp. Ixau (IV)
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Haemophilus Amoxicillin ¢ Clavulanic acid Ceftriaxone 2,0 rp. 1xan (IV)
influenzae- beta 625 mr 1 ta6n. 3xaa. Un
lactamase positive | Doxycycline 100mg 2xaH niu
Ciprofloxacin 500mg or

750mg 2x1H.
S. aureus Flucloxacillin 500mg 2xan. Wnmu [Vancomycin 1 gm 2xau. wiu Teicoplanin
MRSA Clarithromycin 500mg 2xaH. 400mg 1xaH. uiu

umi Doxycycline 2x100 mr/nn. — [Flucloxacillin 500mg - 4xan. nin
mm Amoxicillin ¢ Clavulanic Linezolid 600mg 2xm. 9]

acid 625 mr. 3x1H.Y

Klebsiella, Ciprofloxacin 500mg wu Ceftriaxone 2,0 rp./mH L.V.
enterobacter 750mg
Tabi. 2XIH.
P. aeruginosa(Pa) | ciprofloxacin 500 mr. 2xH. Ceftazidime — 2,0 rp./nu. LV. win
(makc. 14 qam) Piperacillin-tazobactam — 4,5 rp./nH,

Ticarcillin-clavulanate 3,1 rp./4x mu. L.V.,
Ceftazidime + tobramycin;

IAztronam — 2,0 rp./aa. LV. mmm
Meropenem - 2,0 rp./na. 1. V. umm Colistin
2MU/nH. + aMUHOTIIOKO3HI;

MaxasannoHH aHTUOMOTHLIH -
colistin/tobramycin/gentamicin

NTM MOTHPCETE CHBET OT CHELHUATUCT [IOTHPCETE ChBET OT CICUAIKCT TI0
0 Tepanus Ha Teparnus Ha HeTYOCPKYJIO3HUTE
HETYOCPKYJIO3HUTE MuKOGaKTepuuY|
MUKOOaKTepuuny

* B nombiiHeHNE KbM KIMHUYHATA TEXKECT, IbpBOHAYAIHATA eMIIUPHYHA Tepanus ce€ PbKOBOJIU
U OT MpEeAULIHUTE PE3YydTaTH OT KYITypaTa Ha MO-HUCKUTE OTAEIM Ha JUXATeJIHU IMbTHUIIA
(xpauka, BAJI / Oponxockomusi), MECTHHM MOJEIM HA AHTUOMOTHMYHA YYBCTBUTEIHOCT U
MPEJUIIHU PEaK KbM JIeYeHUE ¢ aHTUOUOTHUIIH.

N TloThpceTe KOHCYATallMsl CbC CHEHUAINCT, aKO HMa aHaMHe3a 3a aHTUOMOTHYHA
CBPBXUYBCTBUTEITHOCT MM TEXKH HEXEJaHW AaHTUOMOTHYHU e(eKTH M MpU CEpHO3HU
JIEKApCTBEHH B3aUMOJICHCTBUS. AMHHOTIMKO3HIUTE, MaKPOJIUIUTE U (IIyOPOXHHOIOHUTE
TpsiOBa /1a ce U3MOoJI3BaT BHUMATEIHO MPH MALMEHTH B HallpeIHaia Bb3pacT.

§Bbrnpekn ye nedenunero Ha Oaktepuemus ¢ Ps. aeruginosa ¢ komOMHMpaHa OeTa-laKTaMHa U
aMMHOTJIMKO3M/IHA AHTUOMOTHYHA Tepamusl HE JaBa JOMBJIHUTENHA KIMHUYHA TO0Jd3a M €
CBBpP3aHO C TOBEUYE HEXEJIaHW ChOUTHS, OTKOJKOTO MpU M3MOJI3BaHE HA €IHO OeTa-JTaKTaMHO
CpEeACTBO, pOJIATAa HAa €IMHMWYHA OeTa-JlakTaMHa Tepanus 3a HebakTepHajaHa MHEBMOHUs ¢ P.
aeruginosa W Ipyry pecmupaTopHu HHPEKIHN € Heokazana. KomOuHupanara Tepamnus TpsOBa
BCE OIIIE J]a CE U3I0JI3Ba, KOTATO CE OTKPUAT MYJITHPE3UCTEHTHU IIaMoBe Ha Ps. aeruginosa.

9| 3a neuenne Ha MRSA ce n3uckBa crienuaaIu3upaH CbBET B CbOTBETCTBHE C MECTHUTE MOJEIHU
Ha MOJATIMBOCT U MOJUTHUKH 3a KOHTPOJI Ha uH(pekuuuTe. PemenneTo kora na ce jekyBa NTM
W KaKkBO areHTH Ja C€ H3MO0J3BaT € YCIOXKHEHO OT BHCOKHTE HHWBAa Ha aHTHOMOTHYHA
PE3UCTEHTHOCT, IMOKa3aHW OT TEe3W IaMOBE, M HEOOXOAMMOCTTa OT MPOABIKUTEIHU
TEpaneBTHYHU KypCOBE, BKIIFOUBAIIM MHOXKECTBO JIEKAPCTBEHH KOMOWHAIIMH, KOUTO PHCKYBaT
CepHO3HA TOKCUYHOCT U JIEKAPCTBEHU B3aUMOCHCTBUS.

& OO000meHn NPEeNmoPbKUTE 3a ABITOCPOYHO JICUCHHE C AHTHOMOTHUIIM TIpU > OT 3
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eK3alepOany TOAUIIHO BKIOYBAT ONTUMU3HPAHE HA KIMPbHCA HA TuXaTteaHuTe nbpruma. [Ipu
P. aeruginosa nHpeKIUs — IBATOCPOYHO MHXATHPAHO aHTUOMOTHYHO jieueHue. [Ipu nmrca Ha P.
Aeruginosa MHQEKIUs — IBJITOCPOYHO JIeYeHHE ¢ Makpoiauau. [Ipu nurca Ha OTroBOp WM
HETOJIEPAHTHOCT — JBJITOCPOYHA IENl € OpalieH aHTHOMOTHK WJIM KOMOWHHpAH OpaJeH H
MHXaJIATOPEH aHTUOMOTHUK (CHILO MPHU HEaJeKBATEH OTIOBOP OT Tepamusi MOHOTEpaIlus ¢ OpajieH
uiu uHxanarepoeHn Ab).

CTEIIEH - cunna; /lokazamencmeo - ymepeno

Ilpenopvka-10
Tpu Bb3MOXKHU W alTepHATHBHH MBTULIA 32 €PaJAUKAIIMOHHO JIEYeHHE, OCHOBAHM HA TOBA,
KOETO C€ M3MOJI3Ba YeCTO B KIMHWYHATA MPaKTHKa MPHU HOBOOTKPHUT Ps. aeruginosa. Cien Bcska
CTBIIKA T € MpEenopbuBa Ja C€ IMOBTOPU B3eMaHETO Ha mpobu oT Xpauku 3a Pseudomonas
aeruginosa ¥ Jia ce IpeMUHe KbM CIIeBaIllaTa CThIIKA, aKO KyJITypaTa OCTaHe MMOJIOKUTEITHA.
CTEIIEH - cunna; /lokazamencmeo - ymepeno

Ilpenopvka-11

[Ipu mamyeHTH, KOUTO HE HW3UCKBAT MAPEHTEPATHH AHTHOMOTHUIM 3a OCTPO O00OCTpsHE,
NEePOPAIIHUTE AaHTUOMOTULM c€ MpeAnucBaT 3a Hail-manko 10 nHM Ha Oa3ara Ha HaJUYHUTE
pe3yaTatd OT MHUKpPOOHOJOTHATa Ha AWXATeTHUTE MhTUINA. Heo0XoauMo € BHHMATEIHO
IpociieisIBaHe 3a OLEHKa Ha OTroBopa Ha JjiedeHuero. Octpure oOOCTpsiHHMS HAa OpPOHXUEKTa3uH
TpsiOBa j1a ce nexyBar 14 1HU ¢ aHTHOUOTHUIIH

CTEIIEH - cunna; /lokazamencmeo — HUCKa

Ilpenopvka-12

HeanekBaTHUSAT OTroBop O TpsAOBAJIO J1a HAJOXKU IOBTApSHE HA KYJITYpUTE Ha JIOTHHUTE
JMXaTeTHH ITHTHUIIA U J1a Ce TIPELIEHH Jai ca He0OOX0IMMHU NapeHTepaliHa aHTUOMOTUYHA Tepanus u
XOCIUTAIN3aLHA.

CTEIIEH - cunna; /lokazamencmeo - ymepeno

Ilpenopvka-13

[TaruenTHTE, KOMTO HE MOJIyYaBaT MepopaiHa aHTUOMOTHYHA Tepanusl 3a OCTPO 00OCTpSHE,
TpsiOBa Ja TMOJy4aT WHTEH3UBHU CTpPATeTHU 3a OCBOOOXJAaBaHE Ha AMXATEJHUTE MBTUINA H
MapeHTepaIHi aHTUOMOTHUIM B3 OCHOBA Ha IMOCIEAHUTE PE3yJTaTH OT KyJITypaTra Ha MO-HUCKUTE
IuxarenHu mbThia. HeoOxoaumMo € BHMMAaTenHO mpocieAsBaHe. MHTpa BEHO3HM aHTHOMOTHIIH
TpsiOBa /1a ObJIaT MIOHE 5 THU U YECTO MOCJEIBaHU OT NEPOPATHA aHTUONOTUIM. [IpeMuHaBaHeTo OT
[.V. xbM nepopaiHu aHTUOMOTHUIM 3aBUCH OT MOAXOISIIN alTepHATHBY 32 IEPOPATHO MPUITIOKEHHE
1 e()eKTUBHU CHITBTCTBAIIN TEPANH, KaTO CTPATETUH 32 OCBOOOXK/1aBaHE HA TUXaTEeJIHUTE MbTULIA,
MoOTrar Jia ce MOJAbpKaT B aMOynaTopHa 0OCTaHOBKA U TEKYIIXM aMOYJIaTOPHH MPETIEAN.

CTEIIEH - cunna; /lokazamencmeo - ymepeno

Ilpenopvka-14

JbArocpoyHUTE NEpOpaHM AHTUOMOTHLIM He TpsOBa Ja ce MpeanucBaT PYTHHHO.
Maxponuau (Wi Ipyru aHTUOMOTULIM) MOraT J1a ObJaT pasrie/laHu 3a TepareBTUYHO U3MUTBaHE 3a
OrpaHUYEH NepuoJ oT BpeMe (Hampumep 10 12-24 mecera) npu n30paHu MalMEHTH [HAMp. YECTH
obocTpstHus (>3 ex3amepOanuu ¥ / Wik > 2 XOCHUTAIM3alluKd Tpe3 npeaxoanute 12 mecena)].
[Ipenu 3amouBaHe Ha MaKpOJUAM IMBPBO ce yBepere, ye MHPpekuusaTa ¢ NTM e u3kiIroueHa mnpu
MalUeHTH, CIOCOOHU J1a ocurypsT xpauku u Hanpasete EKI" npu Bbp3pacThu 3a onienka Ha QTc.

CTEIIEH - cunna; /lokazamencmeo - ymepeno

Ilpenopvka-15
VYnorpebara Ha WHXaJTallMOHHUTE aHTUOMOTHIIM € cBbp3aHa ¢ 10-32% puck or
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OpoHXOCHa3bM U CE€ MPErnopbyBa KOHTPOJIMpaHA TECTOBA J03a C IpPEld- U IMOCT-CIIUPOMETPHUYHA.
[Ipenn wHXanMMpaHe HAa KpaTKOJCHCTBAIl OpOHXOIMJIATATOP MOXE Ja Cc€ MPeAoTBpaTH
OpOHXOCMa3bM U CJIEI0BATEIHO € MPEHOPHUUTEIHO.
He Tpsi6Ba na ce mpeanucBaT pyTHHHO ABJITOCPOYHH MTYJIBEPU3UPAHN AHTUOMOTHUIIH.
CTEIIEH - cunna; /lokazamencmeo - Ymepeno

BponxoanaaraTropu U KOPTUKOCTEPOH/IH

JIunata ¢ CSLD / 6poHXHeKTa3uyd MoraT Jla UMaT ChII'BTCTBAIA ACTMa C XPHUIIOBE U / WUJIH
JMCIIHEs, pearrpally Ha JEeKapCTBeHU MPOAYKTH ¢ OeTa-2 aroHuct. Jokiaaure 3a CHMOTOMUTE Ha
actMa nipu te3u ¢ CSLD / Oponxuekrasuu Bapupar oT 11 no 46%. Jlokato HAKOM MPOyYBAHHS
IIPUIIMCBAT acTMa KaTo MPUYMHA 32 OPOHXUEKTa3UH, M0-BEPOSATHO € acTMara Jia ce€ JUarHoCTUIpa
I'bPBOHAYAIHO WM exHoBpeMeHHO ¢ CSLD / Oponxmekrasuu. Korato ca Hammie, acTMaTHUHUTE
Tepanuu TpsOBa Ja ce M3MOJI3BaT B CHOTBETCTBUE C yKa3aHMsATa 3a actma. VHxamaropHute
koptukoctepounu (ICS) ocurypsiBar, B Haii- moOpusi ciydail, ymepena mnoma npu CSLD /
Oponxuekrasuu. [IpoyuBane Ha Cochrane He yCTaHOBM 3HAUUTENIHU PA3JIMKUA MEXIY TE€3H, KOUTO
nosrydaBar ICS, B cpaBHenue ¢ turane6o. KomOuaupan Oera- aronuct ¢ aeirojeiictam ICS (B
cpaBHenne c¢ ICS c¢ Bucoka mo3a) mojnoOpsiBa AMCHHEsATa M Kauumnara 0e3 eQeKkT BBpXY
oboctpsausaTa. OcBen ToBa ICS mpm BB3pacTHM € XpPOHMYHA pecrUpaTropHa OOJECT PUCKYyBa
pazButue Ha NTM unHbekus.

Ilpenopvka-16
WNuxanaTopHuTe ¥ MEPOPATHATE KOPTHKOCTEPOUIN HE TPSOBA Ja ce MPEANUCBAT PYTUHHO,
OCBEH aKO HsMa YCTaHOBEHA JIMarHO3a 32 ChBMECTHO chlecTByBama actma uin XObb.

CTEIIEH - cunen; /lokazamencmea - HUCKU 34 REPOPATHU KOPMUKOCHEPOUOU, YMEPEHO
3a ICS

Ilpenopvka-17

Nuxanatopuure OpOHXOAMJIATATOPH HE TpsOBa Ja ce MPEANUCcBAT PYTUHHO M Ja Ce
M3M0J13BaT CaMO Ha MHJIMBHIyalHa OCHOBA.

Moxe na ce u3MON3BaT OpOHXOAWUJIATATOPW Mpeau (Qu3MoTepanusi — WHXAIUpaHe Ha
MYKOAKTHBHHU JIEKAPCTBA, KAKTO U MHXAJMPAHE HA AHTUOUOTHIIN.

CTEIIEH - cunen; /lokazamencmeo - HUCKO

MyKoOJIMTHIM U MYKOAKTUBHHU areHTH

MyKOaKTUBHHUTE CpEJICTBA BKJIKOYBAT MAHUTOJN, M30- U XHUIEPTOHHYEH (PU3NOJIOTHYEH
pastBop. JlokaTo paHHUTE KPaTKOCPOYHH MpOy4YBaHHsS ca oOemraBamiu, abiarocpounute RCTs
YCTAQHOBSABAT, Y€ KAaKTO XUIEPTOHMYEH (PU3HOIOTMYEH pa3TBOpP, Taka M MAaHUTOJ, JaBaT MAaJKO
MPEIMMCTBO TMpel HM30TOHMYHMS (PU3MOJIOTMYEH pa3TBOp M CHOTBETHO Manedo. OO6patHo,
peKoMOMHAHTHATa YOBeIlIKa Je30kcuprbOonykieasza (rhDNase), IMpoko U3M0A3BaHa MYKOJUTHYHA
npu CF, e BpenHa npu Bb3pactHu ¢ CSLD / OpoHXueKTa3uu U € CBbp3aHa C MOBUILIEHH 000CTPSHUS
Y XOCTIUTAJIM3alUH U 1I0- Obp3 criag Ha FEV.

Ilpenopvka-18

Jla He ce npejuiara pekoMOnHaHTHa YoBenika DN-a3za (thDNase) npu Bb3pacTHU MaLUEHTH C
CSLD / 6poHxuekTa3um.

CTEIIEH- cunen; /lokazamencmeo - 6UCOKa

Ilpenopvka-19

[IpemopbuBamMe Aa ce MPEIUIOKH IBJITOCPOYHO MYKOAKTHBHO JeueHHe (>3 Mecena) npu
BBH3PACTHU MAIMEHTH ¢ OPOHXMUEKTA3UH, KOMTO U3MUTBAT 3aTPYAHEHHS IPU OTXpPauyBaHEe Ha XPauKH
Y JIOIIO Ka4YeCTBO Ha JKUBOT M KOTaTO CTaHIAPTHUTE TEXHHKH 33 OCBOOOXKIAaBaHE Ha TUXATCITHUTE
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II'BTUILA HE YCISBAT 1a KOHTPOJIUPAT CUMIITOMUTE.

He ce NpernopbvUYBAT MYKOAKTHBHH ArCHTU, BKIHOUYUTCIIHO XHUIICPTOHUYCH (1)I/ISI/IOHOFI/I'-I€H
pa3TBOpP U MAaHUTOJ PYTUHHO.

CTEIIEH - cnhabo; /lokazamencmeo - ymepeno

TexHuKH 3a W34YMCTBaHe Ha [MXATeJHUTe NbTHINA, YIpPakHeHUs: U 0e0apodHa
pexaduauTaANUA

Brprpeku suncata Ha coiauaHa 0a3a OT JI0KA3aTeiCTBa, TEXHUKUTE 3a W3YUCTBAHE Ha
JTUXATEeIIHUTE IIBTUIA ca CTaHAApTHO JedeHue npu xopa ¢ CSLD / O6ponxuekrasuu. Hamnunure
IIPOYYBAaHUS II0Ka3BaT, Y€ TEXHUKHUTE 3a M3YMCTBAHE HA AMXATEJHUTE NBTHUILA CA IOJIE3HH, C
nonobpeH kamauuteT 3a QoL u ympakHeHus U HaMajeH o0eM Ha Kauuidiara u xpadku. Karo ce
uMa TpeABH]l Pa3HOOOpa3HeTo Ha TEXHMKH 32 U3YMCTBAHE HA TUXATEIHUTE IBTHUINA U MOBHIICHA
e(UKaCHOCT, KOraTo ce M3MO0J3Ba MHAUBHIyallu3upaHa Tepanus, TpsoBa 1a ce ThpcH crenuduyHa
quxarenHa excrneptusa. benogpoOHara pexabunuranus € MYJTUAUCUMIUIMHAPDHO JIEUEHHE,
BKJIIOUBAIIO TPEHUPOBKA, CAMOYIPABIIEHUE, IICUXOCOIUAIIHA U XPaHUTEIIHA UHTEPBEHIIU. MankuTe
(KpaTKOCpOYHHM) TEXHUKHM 3a IOYMCTBAHE Ha JUXATEJIHUTE MbTUIIA OT OO0y4YyeH JuXareieH
(¢bu3MoTEpaneBT, BKIIYUTEIHO TPEHUPOBKUTE 3a ISUIOTO TAJIO, IOKa3BaT MOJOOpEeHHE Ha
CUMITOMHUTE, TOJEPAHTHOCT KbM yrpaxHeHuara u QoL. Ako He cpliecTByBaT CHELM(PUYHU
MIPOTUBOMNOKa3aHus, pU3nvecKkara akTUBHOCT TPsIOBA J1a C€ HaCchpUaBa.

Ilpenopvka-20

[IpenoppuBar ce TEXHHUKHU 3a U3YMCTBAHE HA JUXATEJIHUTE ITBTHILNA BEIHBXK WIIU J1BA IIBTU
JTHEBHO U TpsA0OBa Ja ce MOThPCU ChBET OT AUXATEIHUs Qu3noTepaneBT. HAMBHUya Ha Tepamnus 3a
KJIMPBHC Ha AUXATEIHUTE IIbTUIIA.

CTEIIEH - cunna; /[loka3zamencmeo — ymepeno

Ilpenopvka-21

Bb3pacTHu ¢ OpOHXHMEKTa3WW W OTrPAaHUYCHHE Ha YIpOKHEHUSATAa TpsOBa 1@ IMOJIy4ar
OemonpoOHa pexabunuTainys. Bcuuku MHTepBEeHIIMU TpsiOBa a ObIaT CHOOPa3eHH ChC CUMIITOMUTE
Ha TaIMeHTa, PU3NYECKUTE CIIOCOOHOCTH U XapaKTEPUCTUKHUTE Ha 3200 ISIBAHETO.

CTEIIEH - cunna; /[loka3zamencmeo — ymepeno

Ilpenopvka-22
PenoBHara pusnyecka akTHBHOCT ce€ MpenopbuBa 3a Bb3pacTHU ¢ CSLD / 6poHxueKTa3uu.
CTEIIEH - cunna; /[loka3zamencmeo — ymepeno

Xpanene

JlomoTo XpaHeHEe KOMIIPOMETHpA BPOJECHUS M aJanTUBEH MMYyHHTET. lIpoyuBanus npu
JIPYTU XPOHUYHU PECTIUPATOPHU 3a00JIBaHUs MTOKA3BAT, Y€ JIOIIOTO XpPaHEHE MOXKeE J1a ObJie PUCKOB
(dakTop 3a pecriupatopHu oboctpsausi B CSLD / 6ponxuekrazun. HegoctursT Ha BuTaMuH-D ce
CBBP3Ba C I0- JIOIIU PEe3yATaTH, HO IOKA3aTEICTBAaTa 32 TOBA Ca HUCKHU.

Ilpenopvka-23
OrneHkKa ¥ ONITUMH3UPAHE HA XPAaHUTEHHS CTATYC.
CTEIIEH - cunna; /[lokazamencmeo — ymepeno

HamansBane Ha AOMBJIHUTETHO yBpeXxIaHe Ha oesust 1pod

3aMBpCUTENTNTE HA OKOJTHATA CPEJla, BKIIOYUTEITHO TIOTIOHEBHS JIUM, BJIONIABAT XPOHUIHHUTE
pecrnupaTtopHu 3a00JIIBaHUS U MPEJICTABIISABAT JOMBIHUTENICH pUCKOB (hakTop 3a Tesu ¢ CSLD /
OpOHXHMEKTa3HUH.
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Ilpenopvka-24

HacwvpuaBane Ha eTMMHUHUPAHETO HAa TIOTIOHOMYIIEHETO, BKIIFOUUTEIIHO U3JIaraHe Ha MYIIeK
Ha BTOpa yroTpeoa.

CTEIIEH - cunna; /lokazamencmeo — cuina

Ilpenopvka-25
HacwpuaBane Ha n30sATrBaHETO HA 3aMBPCUTENIH BBB Bb3/IyXa.
CTEIIEH - cunna; /lokazamenicmeo — HUCKa

ChnbTcTBaIIM 3200/11BAHUSA

[Tanmenture ¢ CSLD / OpoHXHMEKTa3MM ca YBEIWYWIM CTEIIEHTa HAa KOMOPOWJIHTET,
BKJIFOUMTETHO XPOHWYECH CHUHY3WT, TractpoesodareaneH pediykce, ,,acTMa-mojoOHa” Ooject u
nenpecusi. He e u3BecTHO Aanu Te3W ChI'BTCTBAILM 3a00JsIBAaHUS yBelWYaBaT 4yecToTaTa W / WU
TEXECTTa Ha OOOCTPSIHHSTA WU BJIOIIABAT YBPEKIAHETO HA OenuTe ApodoBe.

Ilpenopvka-26

PenoBHo HabmioaBaiiTe W ympaBisBaWTE YCIOXKHEHHUSATA U CHIIBTCTBALIUTE 3a00JISIBAHMUSL.
PenoBen nperien Hali-Mallko €IUH ITBT B TOJJMHATA, KATO OCOOCHO MPH IMbpPBOHAYAIHATA OI[CHKA

MYJITUAUCHUILUTMHAPEH EKHUII € 32 PEIOYUTaHE.

IIpecneovm exatousa oyenka Ha:

a) TeXKEeCT, KOSTO BKIIFOUYBA OKCUMETPUS U CIUPOMETPUSI;

0) KyiaTypa Ha Xpadkdm (KOraro € HaJW4YHA) 3a pPYTHHHA OaKTepualiHa W TOJUIIHA
MUKOOaKTepHaIHa KyaTypa;

B) YIpaBJIEHHE Ha BB3MOXHH YCIOKHEHHS M CBI'BTCTBALLM 3a00JsBaHUsS, OCOOEHO 3a
ractpoe3odareanen pedaykcHa 6onecT / acnupanusi, peakTuBHA 00JIECT Ha AUXATeTHUTE IbTUINA /
actma, XOBbb, oTopuHONapuHrealHu HapyIICHUs, ypPUHAPHA WHKOHTHHEHIINS, TICHXUYIHO 3][paBe U
CTOMaToOJIOTUYHO 3aboisBane. [To-psAKo MalMEeHTUTE M3UCKBAT OLICHKH 32 HAPYIIEHO TUIIAHE U
YCIIO)KHEHHS Ha CHPIIETO;

T') Clla3BaHe Ha TepaNUUTe U MO3HABAHE HAa OOJNIECTHUTE MPOLIECH U JICUCHHUS,

CTEIIEH - cunna; /lokazamencmeo - ymepeno

Jlpyru BUI0Be JieueHHe, BKJI XUPYPrUIHO

Hanume ca pa3nuunHu JApyru JedeHHs, HO C MaJKO MOJKpersmy naHHW. Hactosuiute
CTpaTerun 3a YIPaBJICHHUEC Ca HaMaJIWJIA HCO6XOJII/IMOCTT3 OT XHUPYPru4HU HMHTCPBCHIHNU, KOUTO
HOCSIT MQJIBK, HO 3HAUUTEJIEH PUCK OT 3a00J€BAaEMOCT U CMBPTHOCT. TpaHCIIaHTalMATa Ha OenuTe
npoOoBe TpsiOBa 1a ce 0OMUCIIM MPHU MAIMEHTH ¢ KpaeH cTaauil Ha 6emoapooHa Ooecrt.

Ilpenopvka-27

IIpu nokaszaHaus 3a XMUpypruuHaTa Hameca TpsOBa /a UMa OIIEHKa OT TaKbB CIELUAIUCT B
MYJITUAUCUMIUTUHAPHUSA eKull npu SLD / OpoHX0EKTa3uBHUTE IPUKHU.

CTEIIEH - cunna; /lokazamencmeo — ymepena

ObocHoBkara 3a xupypruyHo yedeHne Ha CSLD /OpoHXxHMeKTa3uum € Ja ce MpeKbCHe
MIOPOYHHUAT KPbI' HA OPOHXUEKTA3UU Upe3 MpeMaxBaHe Ha 0eloApOOHUTE CETMEHTH, KOUTO Beue He
ca (pyHKIIMOHAIHHU, U MPEJOTBPATABAHE Ha aHTAKUpPAaHE HA ChCETHUTE 30HM Ha Oemust npob. Haii-
yecTata WHIUKAlLMA 3a OlepanusiTa ca peluIuBUpaIld MHQEKIUH C XPOHHUYHU CHMIITOMH KaTo
MIPOJYKTHBHA KalllJIMIa, THOWHA XpadyKa U XEMOIITH3A.

Karo usno xupypruuHuTe HHTEPBEHIIMH U3IIEKAAT TOJE3HN CaMO NPU MHOTO BHHUMATEITHO
No0paHM MaLUEHTH, KOUTO U3UCKBAT Hal-100bp NMpodui Ha pUCK-TI0NI3a OT MOA0OPEHH CUMITOMHU
cperly 3a00J€BaeMOCTTa, CBbP3aHA ¢ XUpypruuHaTta HaMeca. [lanuenTture me mszbepaT onepanus
caMo aKo HsAMa e()eKTUBHA MEUIIMHCKA OIIIHS 3a JICUCHHE.
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Ilpenopvka-28
He ce mpenopbuBa XHpYpruyHO J€UY€HHWE HAa BB3PACTHU MALKUEHTH C OpPOHXMEKTa3uu, C
M3KIIIOYCHNE Ha TMALUEHTH C JIOKATM3UPAHO 3a00JI1BaHE U BHCOKA YECTOTAa Ha 00OCTPSIHE, BBIIPEKH
ONTUMHU3ALMATA HA BCHUKH JIPYTH aCMIEKTHU Ha TSIXHOTO KOHTPOJIHMpAHE HA OPOHXHEKTa3UUTeE.
CTEIIEH - cnhabo; /lokazamencmeo - ymepeno

IIpoGjaemu Ha 00111eCTBEHOTO 3apase, NpeBeHIMUsA M MOAXO/ASII0
NpeI0CcTaABsIHE HA 3IPABHH T'PUKHI

COLII/IaJIHO-I/IKOHOMI/I‘ICCKI/ITe ACTCPMUHAHTU Ha 34paBcTo, BKJIFOUHUTCIIHO TAXHOTO
BB3aeiicTBre BbpXy CSLD / OpoHxuekrasuu, He Morar ja ObJaT pasrie[aHd aJeKBaTHO B TaKOBa
PBKOBOACTBO. VIMyHM3amuu, KOUTO MPENOTBPATABAT OCTPH PECHUPATOPHU WHGPEKIUH, KaTo
KOKJIIOII, TPUITHU M THEBMOKOKOBH BaKCHHH, CE€ NPENOPBHYBAT, BHIPEKH JHIICAaTa Ha CHENU(UIHH
Jl0Ka3arencTBa 3a BUCOKO HUBO CSLD / 6poHxHeKTa3uu.

[IpenocraBsiHeTo Ha TPOrpaMH 3a XPOHUYHU 3a00JIIBaHUSI HM3UCKBA BCCOOXBATHU U
BUCOKOKBATU(UIIUPAHU MBPBUYHU 3ApaBHU yciayru. OOpa3oBaHMETO Ha MEIUIIMHCKUTE
CHEIUATIUCTH, OCUTYpSBAIM ITbPBUYHU 3[IpaBHU YCIYTH CIeBa Ja CE€ CBhCPEAOTOYH BBPXY
UICHTU(QUIMPAHETO Ha JUIA 32 MOAXO/SAII0 HACOYBAHE U BUCOKOKAYECTBEHO MECTHO YIpaBIICHUE.
[TogoOHO Ha nApyrd XpOHWYHU 3a00JISIBAaHUS, WHIUBUIYAIU3UPAHOTO U MYITHIUCIUIUIMHAPHO
yIpaBJeHHE Ha CIy4auTe, paboTeIo B paMKUTE Ha MEXAynpodecHoHallHA PaMKa, € ONTHMAIHO.
KinuunyHoTo BiiomaBaHe TpsiOBa Ja JOBEAE 10 PaHHO HACOYBAHE 3a CIELUAIM3UPAHU TPUKU.
Xopara ¢ yMepeHO I TeXKO 3a00JsiBaHe c€ KOHTPOIUPAT Hal-100pe upe3 MyATHAUCIUTIIMHAPEH
MOAXOJ KbM XpOHUYHATA IPIKA.

[MaruenT ¢ CSLD / OpoHXHEKTa3uu, KOUTO KHUBEAT B OTJAJICUCHU U B CEICKUTE paliOHH,
MPEACTABISABAT OCOOEHU MPEAM3BUKATEIICTBA 3a MIPEAOCTABSIHETO HA TPHIKH.

Ilpenopvka-29

Nmynusupaiite cnopen HamuonanHute uMyHH3anMoOHHU cxeMu. Ocurypere HaBpEeMEHHa
€XeroJHa UMYHH3alUs C TPUIl U CE yBEpETe, Y€ IMHEBMOKOKOBHU BAKCUHU C€ IpUIArar ChbIIIACHO
HallMOHAJTHUTE YKa3aHUs.

CTEIIEH - cunna; /lokazamencmeo - ymepeno

Ilpenopvka-30

Heob6xomuMo e koopauHupaHO OOCTY)KBaHE OT OCHUTYpSABAIIUTE 3JPAaBHU  YCIYTH.
[Ipenmonara ce, ye cheuuaidncTt oleHsBa mpeanonaraemara CSLD / OpoHxuekTa3uu 3a
MOTBBHPIK/IaBaHe Ha JUarHo3aTa, U3CJIe/[BAHE Ha €THOJIOTHATA, OIICHKA Ha TEXECTTa U pa3padoTBaHe
Ha TJIaHOBE 3a yIMpaBieHHe. Xopara ¢ YMEPEeHO WM TeKKO 3a00isiBaHe c€ KOHTPOIUpAT Hail-noope
ype3 MYJATHAUCIUIUIMHAPEH MOAXO0] KbM XPOHWYHATa TPrka ¢ MHAMBUAYATU3UPAHO YIIPABICHUE
Ha crnydauTe. KIMHUYHOTO BiomIaBaHe TpsiOBa Ja JOBene 0 paHHO HAcCOYBaHE KbM YCIYTH C
excrieptusza Ha CSLD / 6poHxuexTa3uu.

CTEIIEH - cunna; /lokazamencmeo — HUcCKa

Ilpenopvka-31

Tps6Ba na ce U3BBPIIN CHeNUATU3UPAH Mperie] 3a MalueHTH ¢ yMepeHa HHBAJUIHOCT UIIH
nporpecupaimio 6enonpoOHO 3abonsBaHe. ToBa BKIIOYBA U pasriiexjaaHe Ha OenonpoOHaTa
TpaHCIUIAaHTALUS.

CTEIIEH - cunna; /lokazamencmeo — HUCKa
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Ilpenopvka-32

OcurypsiBaHeTO Ha 3JIpaBHU TPHKM 32 HACEJICHUETO B OTJAJCYCHH M CEJICKUTE panoOHU
M3UCKBA T'bBKABUM WM AJaNTUBHU MEpPKU. BwIpeku ToBa, Td He TpsaOBa 1a MpOMEHs IenTa 3a
MPEeIOCTaBsIHE HA HAK-T00pY IPAKTHKY 32 JICUCHHE HA Ta3u MOIyJIaIlUs.

CTEIIEH - cunna; /lokazamencmeo — HUCKa

V. KHCTUYHA ®UBPO3A (MYKOBUCIHINAO3A) ITPU JIMLA HA/I 18-
IroauilHA Bb3PACT

1. Onpenesienue

Kucrnunata ¢ubposa (mykoBucimmosa, CF) € aBTO30MHO peleCMBHO Pa3CTPOHCTBO Ha
(GyHKIUATA HA SK30KPHUHHUTE JKJIC3H MPUYMHEHO OT MyTaus B eHO oT jaBere komus Ha CYSTIC
FIBROSIS TRANSMEMBRANE CONDUCTANCE REGULATOR — CFTR rena B xpomo3zoma 7
— 1o | xomme OT BCEKH poauTei. AKO e Haiuile JABoWHa Myrtanus (u Ha asere komwms), CFTR
MPOTEHHBT MOXKE Jla € C HapylleHa (YHKIWS WIM HAITBIHO Ja OTCHCTBA, B PE3YATAT HA KOETO CE
HapyllaBa TPAHCIOPTa HA XJIOPHUTE WOHM OT M KbM KIeTKuTe. HapylieHuero Haii-uecto 3acsra
JUIa OT ceBepHoeBporneicku mpousxo ¢ yectota 1: 3500. Toa e xpoHHUHO 3a00/51BaHE, KOETO
Haif-4yecTo BOJAW 10 XPOHWYHU CHHO-0€IOAPOOHM WH(EKIMH W TaHKpeaTHYyHa HEIOCTaThUHOCT.
Haii-yectaTa mpuumHa 3a CMBPT € XPOHHYHO HapylieHa OenoapoOHa (QyHKIusS (B cleACTBHE HA
¢hubpo3a, OpoHXHEKTa3HH U eM(]PHU3eM) B KpacH CTaIuM.

2. Jluarnosa
CrnexTbpbT Ha ChCTOSHUATA, IPUUMHEHHU OT pa3dcTpoeHara ¢pyHkuus Ha CFTR e mupok - ot
,kiacuuecka“ kucto3Ha ¢pubpoza (CF) no uzonupanu eqHoopranHu Hapyuienus, Hapedenu CFTR-
CBBbp3aHU ChCTOSIHUA. OTpeseNIHeTO U OCUTYPSIBAHETO Ha IMarHo3aTa Mpu Majlka HO BaykHa rpyma
IIaIMMEHTHU MOXKE na 6T)I[€ CCPUO3HO MPCAU3BUKATEIICTBO, TBA KaToO IIOTHHUS TECT MOXKE Ja €
JIBYCMUCIIEH WJIM HOpMaJleH a Bb3AEHCTBUETO, KOETO TOBA OKa3Ba BbPXY MallMeHTa (Ha pa3ivuyHU
eTamnu OT )KMBOTA M) MOKe Jla Ob/Ie MHOTO BaXHO, Thil KATO MOKE JIa JOBEJIE /10 MOTPEITHO CBPHX-
JMArHOCTHIIMPaHE U HEJJMarHOCTUIIMPAHE U HeJIeUeHHE C IMOCIIEABAIUTE OT TOBA ICUXOJIOTHYECKU U
3JIpaBHU TIOCIIEICTBHSI.
Iloren Tecr:
Mupukanus: [ToTeH TecT MOXke /1a ce Ha3HA4YH B CIIy9anuTe, KOraTo Bb3pacTeH UMa MPHU3HALHU U
CUMIITOMM Ha MYKOBHUCIMJI03a W/MJIM MMa OJU3bK POJAHMHA, KOWTO € OMJI JMAarHOCTHLHpPaH C
KHcTo3Ha (pubpo3za. Te3u npusHany MoraT Jia BKJIIOUBAT:

e XpOHHMYHA KallIWIA C OT/AENSHE Ha I'bCTa, JIETIKaBa Clly3 (MIOHSAKOra U KpPbB)
e TIOBTAPSIIN C€ WA NEPCUCTUPALH (IPOIBIDKUTEIHN) UHDEKIINN HA AUXATEITHUTE MMHTHUIIIA,
KaTo HalpuMep XpOHUYEH OPOHXUT W PeLUIMBUPAIL THEBMOHUH

e peUUIUBUpAIIN UHPEKIUU Ha CHHYCUTE WIIM Ha3aIHA KOHTECTHUS, MPUIMHEHH OT IMOJIUIN B
HOCa

peruauBHrpalia kopeMHa 00Jika Ui AMckoMdopT

XpOHHWYHA JUAPHA WU OTACIIAHCTO HA MAa3HU U3IPAXKHEHUA CbC 3]IOBOHHA MHUPU3Ma

3ary0a Ha TerJIo WM HeJI0XpaHBaHE;

XUIIOMMPOTCUHEMH A

0e3IuIore MPU MBXKE — a300CTIEPMUS

acTEHWYEH XaOUTyC 1 3a0aBsiHE B CEKCYaTHOTO Pa3BUTHE.

4epHOApoOHa IIUPO3a C MOPTATHA XUIIEPTOHUSI.
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e 3axapeH auadeT, MpUAPYX eH ¢ 0eT0APOOHH OIJTaKBaHUSI.
e [IaHKPEATUTH.
e TIpBCTH THN "0apabaHHM MATKK" U HOKTH THII ,,4aCOBHUKOBO CTHKJIO®.

Pesynraru: Konuyenmpauusa na xnopuou ¢ nom pasno u nao 60 mmol/L — pesynmamvm e
noxkazamenen 3a mykosucuuooza. Konuemmpayus na xnopuou é¢ nom noo 30 mmol/L —
MyKogucyuooza e maiko eepoamua. Ilpu ycmanoeseane Ha MedCOUHHU CHIOUHOCMU 3d
Konyenmpayua na xaopuou ¢ nom 30-59 mmol/L cnedea 0a ce kombunupa c¢ ceHemuuHo u
¢dynkyuonanno u3zcneosane na CFTR. To3u 1noaxoj yBelWYaBa BEPOSTHOCTTA  3a
UICHTH(UIMPAHE HA JIWIA, KOUTO UMAT PUCK OT Pa3BUTUE Ha MYKOBHCIIHM/03a WJIM MMAaT TaKaBa, C
KOETO C€ TIO03BOJISIBA TO-paHHA TEparneBTUYHA HMHTEPBEHIUS M IMPOMSHA Ha TPAEKTOpUATa Ha
6onectra. [Ipm oTpumareneH TecT, HO BHCOKa CTENEH Ha OCTaBall0 CbMHEHHE, T'€HETHYHOTO
u3clieIBaHe MaK € MOKa3aHo.

I'enernuno usciaeaBane: Myranuute Ha CFTR ce pa3znmensat Ha mecT kiaca, ONpeaereHu OT
cneunpuyan neekTn B cuHTe3a, Tpaduka, (QyHKHHMATa Wi cTabwiHOcTTa. M3mons3BaHeTo Ha
reHeTnyHy  n3caeaBanuss Ha CFTR  3a  guarHocTMnMpaHe Ha MyKOBHCLUIO3a HW3HCKBa
UACHTU(UIIMPAHUTE MYTALlMU J]a UMAT J0Ka3aHa BPb3Ka chC 3a0oisBaHeTo. JleMoHcTpanusaTa Ha 2
UH-TPAHC MYyTallMM, 32 KOUTO CE€ 3Hae, 4€ BHUHArM BOJAT JO MYKOBHMCLM033a, € JOCTaTbYHO
nokazatesnctBo Ha guchyHkiuss CFTR. Ako e u3BecTHO, 4e uAeHTU(DULIMPAHUTE MyTalUMU ca
CBBbP3aHM C HEIIOCTOSIHHU PE3YJITAaTH, NUIM UMAT HEU3BECTHA BPB3Ka, IIPU KOATO TEHOTUIIBT HE MOKE
na aoBene 10 (eHOTHUIT Ha MYKOBHCUWI03a, IpyrHu u3cnenBanus Ha ¢yHkuuara CFTR morar na
IIOMOTHaT.

3. Jleuenne

Jleuenneto Ha kucTo3Ha GuoOpo3a ¢ 6enoapoonu nposeu (MKbB E84.0) He e necno. Ilenure
Ha JICYCHHETO Ca JOCTUTaHE Ha MO-ABITrOTpaiiHa peMucus, moJabpkaHe Ha 1o0Opa OemnoapoOHa
GyHKIUS U MO-A00pO KauecTBO Ha KHUBOT, 32 KOETO € HeoOXOoauMa KOMIUIEKCHA, ABITOTpaiiHa U
eduxacHa tepanus. [Ipodunaktuka Ha IpOrpecUpaHeTo Ha OETOAPOOHUTE YCIOKHEHUS CE MMOCTUTA
Yype3 OCUTYpsIBAaHE Ha JOCTHII HAa BCHUYKH MAIIMEHTH 10 paHHa JWarHo3a M Tepamuu C JOoKa3aHa
€(hEeKTUBHOCT.

BaxxHo 3HaueHuWe MMa BHCOKO KaJOPUYEH XPAHUTENECH PEKUM-MUHUMYM 5 XpaHEHHs B
neHoHomwue. Hammuumero Ha OOCKTHBHM KPHTEPUU 33 JUATHOCTHIIMPAHE HA XpaHHUTETHA
HEZOCTAaThUHOCT U OTAEITHO OT TOBa Ha 0EeN0JPOOHO CHCTOSHUE, KAKTO U CHIVIACYBAHU IIAHOBE 3a
JICYCHUE 32 BCSKA OT TE3W JBE KOMIIOHECHTH IMO3BOJIABAT IMO-A00pO HAOIOICHUE W WHIAWBHIyaTHA
oOpaTHa Bpb3Ka. 3a TOBA JICYEHUETO HA MAIIMEHTH C MYKOBHCIIMJ03a TPsOBa Ja ce MPOBEkKAa OT
MYJITHAUCIMILTAHAPEH SKHII.

lomssMO 3HaueHWe WMa AHTUOMOTHYHATA Tepamus, BOJACHA OT MHUKPOOHUOJIOTHYHHTE
pesynraru. TepanusTta TpsOBa 3aBJDKUTEIHO J1a € ChOoOpa3eHa ¢ aHTUOMOrpamara Ha OpOHXHAICH
CEKpEeT, MO BB3MOXKHOCT B3eT upe3 OpPOHXOCKOMHUS ¢ MPOTEKTHpaHa 4YeTKa 3a W30srBaHe Ha KPOcC-
KOHTaMHHAIMs ¢ opodapunreanHa ¢iopa. CekTbpbT Ha OaKTEPHATHUTE MATOTECHH, CPEIIAIU Ce
npu Kucro3zHa Gubposa ¢ GenoApoOHU MPOSBU, Ce paslIupsiBa IMpe3 MOCIETHOTO JeceTuiieTue. B
JIONIbJIHEHHE KbM YCTAaHOBEHHTE MaToreHu, karo Pseudomonas aeruginosa, Burkholderia cepacia u
Staphylococcus aureus, nHou I'pam-oTpuniatentiu HeepMEHTHPAIIN OAKTEPHH M HETYOEPKYJIO3HH
MHUKOOAKTEpHUHU ca MPHUIOOHIH MO-TOISIMO KIMHHYHO 3HaueHue. OT rojsiMo 3Ha4eHHE € JICYCHUETO
Ha TaKWBa MAIMEHTH Jla C€ BOAM B 3BEHA C KOMIIETEHTHOCT KbM 3a0O0JIIBAHETO, CHC CHEIUATHH
MEpKH 3a MPOTHBOCTIHACMHUYCH KOHTPOJI. BHIMaTenHOTO HabmroneHne u neyenne Ha Pseudomonas
6enonpoOHa MHGEKIUS, KAKTO U CerperanusiTa Ha MalueHTH C pa3InyeHa MajiuTpa OT MPUUNHUTENIN
Ha MHGQEKIUS TOA0OpsSBaT KIMHUYHHUS PE3yNTaT, KaKTo W mpexuBseMoctTta. HoBa mHpekuus c
Pseudomonas BuHaru ce jieKyBa, Thil KaTo HEJIEKyBaHa BHHAru XpoHuUIHpa. 3a epaguKaius Ha
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Pseudomonas ce moaxoskaa ¢ 28 AHM WHXAIATOPEH MOOpamuyun, Wiv 10 3 Mecela nHXaaaTopeH
Konucmun ¢ TIEpOpalieH yunpoghnoxkcayun. 3a NANUCHTH C XPOHUYHA UHQEKIHS ce MpeanpruemMa
IBITOTpaiiHa aHTUOAKTEpHATHA Tepanus ¢ 28 JHEBHO WHXAIMPAaHE HA TOOPaMUIIMH TTOCICABAHO OT
28 nHU NOYMBKa. AJITEPHATUBH Ca UHXAJIATOPEH A3MPEOHAM, UHXAIATOPEH KOAUCHUH, KAKTO U
Levofloxacin (240 mg nebuliser solution x 56). IlocieaHuAT € MOKa3aH 3a JICYEHHE Ha XPOHHYHH
6enoapoOHn MH(EKIHH, AbDKamu ce Ha Pseudomonas aeruginosa, mpu BB3pacTHU MALMEHTH C
KucTO3Ha (hudpo3a.

Ilos3BaHeTO0 Ha AUXaTeqHA pexa0lWIMTAUMSA C IOCTYpaJieH JPEHaXX W JUPHKUpaHa
KaIlUTHIIA, KAKTO U IPYT'H METOAM Ha OPOHXHMATHO OYMCTBAHE Ca C BUCOKA CTEIICH Ha MPEMophKa.

MykoanTuuu: EqMHCTBEHUAT MyKOJIUTHYEH areHT, KOMTO € JI0Ka3an e(puKkacHOCTTa CH MPH
MYKOBHUCII103a € 0opHa3a anga. ITpoyuBanusTa nokaspar nogoopenus B 0enoapodHaTa GpyHKIUSA
U HaMalsiBaHe Ha OeyofpoOHHTE eK3auepOalMyu HE3aBUCHMO OT TEXecTTa Ha 3a00JsBaHETO.
Edexture oT nedyeHueTro ce ry0sT, Koraro JIGYEHHETO c€ IpeKpaTH, 3aToBa € HeoO0XOAMMO
JBJIFOCPOYHA MOJIbpoKalla Teparusl.

XuapaTupama Tepanus: J[MxaTeIHUTE MBTUINA TPU MYKOBHCIHI03a C€ JACXUIApATHPAT
Mopajii KOETO, MOBBPXHOCTHATA XHIpPATAIMsS MOXE Jla CE OCHIINECTBH C OCMOTHYHH ArcHTH.
MexaHu3MbT Ha ACWCTBUE CE pa3inyaBa OT TO3M Ha JAOpHAa3a ajda v JBaTa IMOAX0/a Ca JOITbIBALIH
ce. XUIEPTOHWUYHHUS PA3TBOP HA HATPHEB XJIOPUA KAKTO M MaHUTON Ca HAJIUYHU KaTo
WHXaNalMoHHu cpenctBa B EBpona. Jlokazano e, 4ye XunepToHUuYHUAT HusuosiorndeH pa3teop (7%)
HamansiBa OeIoapoOHUTE OOOCTPSIHHMS M HE3HAUUTENHO Toao0psBa OemoapoOHata ¢yHkius. U
JBaTa pa3TBOpa JICWCTBAT KaTO MWPHUTAHTA W HW3HWCKBAT MPEABAPUTEIIHO TPETHpPAHE C
OpPOHXOMIIATATOP M MMbPBOHAYAIHO TECTBAHE 332 TTIOHOCUMOCT.

AHTHOAKTepuasHAa Tepanus: BumoBere WH(EKIMS NPU MYKOBUCIUIO03a MOraT Ja ce
pas3iensaT Ha OCTpa, MHTEPMUTEHTHA U XpOHMYHA. TepanusaTa ce BoAu Ha Oa3aTa Ha MPUYUHHUTEIS U
ropHara kiacupukanus. XpOoHWYHATa WH(QEKIHWS W3UCKBA JIBJITOCPOYHO HMHTCPMHUTCHTHO |
ITEPHHUPAIO0 HMHXANATOPHO JjedeHue. JledyeHne C MakpoIuAM € YMECTHO, BEPOSTHO TMOpaau
JTBOWHMS €(PEKT KaTO aHTHOAKTEPUATTHA U UMYHOMO,TYJTUPAIIA areHTH.

Besionpo6Ho NpoTHBOBB3NAJUTETHO JedyeHue: Brucoku no3u ubynpoghen, ca moxazanu
epeKT B HaMaJsABaHETO Ha CKOPOCTTa Ha 3aryba Ha OenoapoOHaTa (yHKIMS, IOKaTO JIpYTd
MIPOTUBOBB3NAIUTEIHH OIIMU ca 6e3 JoKa3aTesicTBeHa 0a3a.

Bponxoanaararopu: OpoHXoAUIATaTOpHA TEpanus € MoKa3zaHa Ipu HaJIuyue Ha oOpaTtuma
OpoHXHMaTHa OOCTPYKIIHS, C 11eJ1 TO00psiBaHe HA OPOHXUATHUS APECHAK.

CTFR moayJaatopu: 3a BB3pacTHU W Jiella Ha BB3pAcT 6 TOAUHHM W TO-BB3PACTHU C
MYKOBHMCIIM1033, JBJDKAIIA CE HA T€MTHHr MyTanuu, pasiudau ot G551D wmm R117H, ce npasu
yCJIOBHA Tpernopbka 3a jeueHue ¢ Meaxkagpmop. Tezu ¢ ne xonus Ha F508del myranus, ce mpaBu
CWJIHA MpenopbKa 3a jgeuenue ¢ Heaxagpmop//Iymukagpmop 3a Bb3pacTHU U Aelia Ha Bb3pacT 12 u
noBeue roauHu ¢ DEO; mo-manko ot 90% oT mpeaBUACHOTO; M YCIOBHA MPETOPHKa 3a JICUCHHE C
Heaxagpmop//Iymukagpmop 3a Bb3pacTHU U Jena Ha Bb3pacT 12 wim noseue roaunu ¢ OEOq,
naasumasan 90%. ITokaszano e u nedenuero ¢ ivacaftor, tezacaftor, elexacaftor B kombunupana
cxema, 3a JIeYeHHe Ha KUCTO3Ha (ubpo3a NMpH MalMeHTH Ha Bb3pacT 12 U moBeye ToAWHU, KOUTO ca
xomo3urotu 3a mytauusara F508del B rena Ha perynaropa Ha TpaHCMeMOpaHHAaTa MPOBOJAUMOCT IPH
CF (cystic fibrosis transmembrane conductance regulator — CFTR) unu xeteposurotu 3a F508del B
CFTR resma ¢ wmyrauus ¢  MuHOMainHa  QyHkuuss  (minimal  function, MF).
Ivacaftor/Tezacaftor/Elexacaftor e moka3zan B komMOMHUpaHa cxema ¢ MBakadTop 3a JieueHUe Ha
KHCTO3Ha (uOpo3a MpH MaIlMeHTH Ha BB3pacT 6 U MoBedye TOJAMHH, KOUTO MMAaT Hai-Mallko eHa
mytanuss F508del B renma Ha perynatopa Ha TpaHcMeMOpaHHaTa HPOBOJUMOCT MPU KHCTO3HA
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¢bubpo3sa (cystic fibrosis transmembrane conductance regulator, CFTR).

Besnoapo6na TpaHcmiianTanusa: 3a BB3PACTHU C KUCTUYHA (UOpO3a, MPU  KOUTO
oenmoapobna ¢ynkmus DEO:1 < 50% mnpeaBuacHUTE CTOWHOCTH Clie[Ba J1a CE€ JIUCKYyTHpa
EBOJIIOIMATA Ha 3a00JSIBAHETO W BB3MOXKHOCTTA 32 BKJIIOYBAHE B JIMCTATa HA YaKallUTe 3a
6enmonpoOHa TpaHCIUTaHTalUs. Te3u MalueHTy ciell AUCKYCUATa, aKo TPAaHCIIAHTAIUATa Ce IpHeMe
3a ommus, ClIeJBa Jla CE€ HacoyaT KbM CHEIHalM3upaH IIEHTHP 3a OlleHKa 3a OenoapoOHa
TpaHCIUIaHTAIMSL.

MoHuTopupaHe Ha CbCTOSIHMETO: YECTOTa BEJIHBXK Ha 3 Mecela U MpU CUMITOMATHYHO
oboctpsie. O6em Mouutopum aeiiHocTH: OUJI+B/T mpu Beska Buzuta. MUKpOOHOIOTHS TPH
Bcsika Bu3uTa. OllEHKA HA CTATyC M MHXAJaTOpHA TEXHHKA MPHU BCSKA BU3HWTA. PeHTreHorpadus Ha
topakc 1 mpT roaumHo + mpu Hyxkna 3aeqHo ¢ CT. CkpuHuHr 3a auaber, MaHKpPEaTuT,
0CTeornopo3a, YepHoapoOHa crearo3a/nuposa, I EPB, konctunamnus. ThpceHe HA MeAUKaMEHTO3HA
TOKCHUYHOCT.

Kucioponorepanuss uW HeumHBa3MBHa BeHTWwjanusi: Kucimoponorepanuara mnpu
MAlUMEHTUTE C MYKOBUCIM03a [IOCTUTa 3HAUUMa PEAYKLIHS Ha CUMIITOMUTE U BOJHU JI0 IICUXUYECKO
CIIOKOWCTBHE, HO IBJITOCPOYHU €(EeKTH BBPXY MPEKUBIEMOCTTA JUIICBAT 32 HUCKOACOUTHUTE
onuuu. XunepdapHaTa OKCUIeHalUsl UMa IyOJIMKaluK, 4e 10100psiBa OakTepuaiHaTta epaguKanus
CbBMECTHO C MOAXOMSAIIO0 aHTHOAKTEepHAIHO JiedyeHHe. Ponsita Ha HEMHBAa3MBHATAa BEHTUJIAIUS B
X0J1a Ha 3a00JIsIBAHETO BCE OILlE€ YACTUYHO NMPUHAIJIEKU KbM ,,cHUBaTa’” (HE0OKa3aHa) TeparneBTUYHA
uHTepBeHIMs. Bebmuoct NIV Hail- decTo ce wM3moii3Ba KaTo MOCT KbM  0ernojpoOHa
TpaHCIUIaHTAlLMs, 3al10TO € e(EeKTHBHA TEXHHKA 332 CaHUpPaHE Ha JAMXATEIHUTE NBTUIIA U € I0-
I00Bp OT HHCKO-eOUTHATa KHCIOPOJHA Tepamus 3a JIeUeHHWE Ha HOUIHA XUIEpKalmHUYHA
pecrupaTropHa HeJJOCTAaThYHOCT. BB3eiicTBHETO BBpXY Oen0oApoOHHTE eK3alepOaluu, IporpecusiTa
Ha MYKOBHCLIHI03aTa ¥ (PU3UUECKHS KaNalUTeT 3a yIpaKHsBaHe oT npuiaraneto Ha NIV e HesicHO,
TBU KaTO BCE OIIIE JIMTICBAT IBJITOCPOYHU PAHIOMHU3UPAHU KOHTpOJIUpanu npoyuBanus. NIV obaue
€ HAJEKIHO JICYEHHE Ha OCTpa peCHUpaToOpHa HEAOCTATHUHOCT MPU MYKOBUCINI03a, W30ATrBaliKu
He00X0IMMOCTTa OT MHBAa3MBHA MEXaHMYHA BEHTWJIALMS U aCOLMUPAHUTE CEPUO3HU YCIOKHEHHUSI.

Jleuenue Ha 6e.110)1p06m1 YCIOKHEHUS: TMTHECBMOTOPAKC, XCMOIITOC, AUXAaTCIHA
HEAOCTAaTBYHOCT CC JICKYBAT C’LO6pa3HO CTaHOapTa 3a JICUCHUC Ha TE3HU ChCTOAHHA.
MyJ'[TI/IJII/ICHI/IHJ'II/IHapHI/ISI CKHII, Tp$[6Ba Ja UMa 1 YJICH C YMCHUS 3a CIIPaBAHE C ICUXOCOIHAIIHU U
CMOIIMOHAJITHHU HpO6JIeMI/I, BB3HUKBAIIH YCCTO IMPHU BB3PACTHUTE MAIUCHTH C MYKOBUCIIUA03A.

VI. ©AMOITATUYHA BEJIOJPOBHA ®UBPO3A.
APYI'U XPOHUYHU ®UBPO3UPAIIIN NHTEPCTULIUAJITHHU
BEJOJAPOBHU BOJIECTH C ITIPOI'PECUPAILLl PEHOTHUII

1. Unuonatuuna oesioapodHa ¢pudpo3a

1.1. BnBenenue

HNauonaruunara Oenoapodna ¢udposza (IPF) e cneundpuuna popma Ha XpoHHUUHA,
nporpecupama, ¢GuOpo3mpainia HMHTEPCTUIIMATHA IMHEBMOHHS C HEW3BECTHA MPUYHHA,
BB3HUKBAIlA NpPU BB3PACTHU MAIMEHTH. PEHTreHOBHUTE W/MIM XHCTOMATOJOTHYHU MOJAEIH
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OTrOBapsT Ha OOMKHOBEHA MHTEPCTHUIIMATHA MHEBMOHUS PrkoBoacTea oT 2011, 2015 u 2018r.
AKTyaJIM3UpaT NPENOPbKH OTHOCHO [HMArHOCTHKATa M JIeYEHHMETO Ha mnauueHtu ¢ [PF.
Tepmunvm UIP (00uxknoeena unmepcmuyuaina nHe6MOHUs) ce OMHACA 00 Haauuue Ha
paouonocuunu (HRCT) u xucmonozuunu nposasu na uouonamuuna 06e100poona ¢uoposa.
Tpsabsa na ce orGenexu, ue moaensT UIP He e cnenuduuen u Moxe 1a ObAe BUASH HpU IPYTU
CBCTOSTHUS KaTo 3a00JIsIBaHMS HA CheIMHUTETHATA ThKaH, a30ecTo3a u JIp.

Enunemuonorusa. Yecroratra Ha IPF Bapupa mexnay 6-14/100,000, Ho Moxe ma
nocturae u g0 175/100000, mpu mamuentd >75 roauHu. Cpemia ce IMO-4ecTO MPH MBKE.
Cpennara BB3pacT Ha mposiBa Ha 3abomsiBaHeTo ¢ 66 rogumHu. @ammimHata dopma e modpe
M03HaTa U OMKCaHa, HO CE Cpella PSAKO.

1.2. IlaTorene3a u Ilatopusunosiorus.

Jlo ckopo ce cuuTaiie, Y€ OCHOBEH IaTOTeHETW4YeH (akTop, CTOSII B OCHOBaTa Ha
pa3BUTHETO Ha 3a00JIIBAHETO € XPOHUYHOTO Bh3MajlieHue. Tasu Teopus Oe ocrmopeHa B
CBETJIMHATa HAa MHOTO HaOJIOJCHHS, KOWTO II0Ka3axa, 4Ye BH3MAJCHHETO HE € OCHOBHA
OTJIMYUTEITHA YepTa Ha MaTOJOTHUYHUS TPOIEC M Y€ OTTOBOPHT HA ,,IPOTHBOBB3MAIUTEIIHOTO
JedeHne CbC CTEPOMAM € Joul. AJNTEepHAaTHBHA W HACKOpO (paBopu3mMpaHa TEOpHs € TasH,
CBBbp3aHa C XpPOHHYHA, MOBTapsIa CEC AJBEOJIAPHA CIUTEINATHA yBpeda BOACHIa TUPEKTHO 10
MATOJIOTUYHH TPOIIECH Ha BBH3CTAHOBSIBAHE C AaKTUBUPAHE HA ME3CHXUMHH KJICTKH H
dbopmupane Ha pubpodiacTH U MHODUOPOOIACTHH (DOKYCH, KOUTO CEKPETUpAT €KCIECUBHO
eKCTpareyJapeH MaTPUKC M MPeId BCHYKO KojareHH. MexXaHu3MbT Ha YBpeKAaHe Ha Oenus
npo0 ocTaBa HEM3BECTCH. VMI3BECTHU TpUrepH BKIIFOYBAT MHXAJIAIMATA HA METAJICH U IbPBECCH
pax, TIOTIOHOMYIICHE, racTpoe3odareancH pedaykc. Baxkna pons B pazButrero Ha Gubdpos3ara
MOXE Jla Hrpae MNpOAYKIUSATa Ha IMTOKWHHU (HAmp. HWHXUOUTOPH Ha aKTHBAaTopa Ha
TUTa3MUHOTEHA, MAaTPUKCHUTE METaJONpPOTEHHA3H, TPAHC(HOPMUPAIIUAT pacTeXeH (PaKTop —
0eTa OT aJBEOJIAPHUTE CMUTEIHH KJICTKU. [ eHeTHYHU (aKTOPH M3IIIeKIa UMAT BaKHA POJIS B
naToreHe3ara Ha gubposara , Hanip. MUCSB n ELMOD?2 rennu nonuMmopdusmMu 1 MyTaluu Ha
TeJroMepasara.

1.3. KNIMHUYHHA CUMIITOMH

TunuaHOTO MpecTaBsHe BKIIFOYBA MIOCTETICHHO HAYAJIo, 3ayX M KalUIAIA ITPU yCUITHE.
[leprogbpT OT HAYaIOTO HA CHUMIITOMHTE J0 KIMHAYHATa TpOsSBa Ha 3a0OJNsBaHETO Ce
n3unciasgBa Ha 9 Mecena. 5% OT malmMeHTHTE HE CIOAENAT 34 CUMIITOMH, KaTO € BB3MOKHO
TOBa Jla € B Pe3yaATaT Ha HEJOCTaThyHATa UM CyOEKTHBHA olleHKa. DU3NKATHOTO U3CIIeBAHE
MOJKE J]a YCTAaHOBH :

[] ®unu 6nba3aTHN KbCHU MHCITUPATOPHU XPUTIOBE;
[J Tlpomenn Ha (amaHTUTe HA PBHIETE MO THUNA HAa OapaOaHHU TAJKW W HOKTH THII
YaCOBHUKOBO CTBKJIO;

(] IlmaHo3a W KIMHWYHK Oene3n Ha MyJIMOHAJTHA XHUIEPTOHUS TpPU HamNpeIBaHE HaA
3a00/IIBaHETO.

1.4. Ilmaruosa

 JlaGopaTopHu M3cjeABaHus : MoraT jaa ce ycraHoBsAT yBenudenu CYE, CRP , neka
aHemusi , Jeko no3utuBHU RF w/mmu ANA npu nurca Ha HOJUIeXKalo CHCTEMHO
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3a0011BaHe Ha ChbCAMHUTCIIHATA THhKaH.

. (DYHKIHUOHAJHO H3CJIeABaHEe HAa JAUIIAHETO. TWUINHMYEH PECTPUKTUBEH MOJENI Ha
BEHTHJIATOPHA HEAOCTaThYHOCT ¢ mnoHmwkeH BK u Hapymienue B TpaHcmopTra Ha
KpbBHUTE Ta3oBe, O2 carypanusita € 00MyaifHO peylupaHa , B YaCTHOCT IPU YCHUJIIUE,
M3CJIEJIBAHETO HA apTEePUATHU KPBBHU ra30BE MOXKE J1a MOKAKE HAJIMYUE HA AUXATellHa
HEJOCTaThYHOCT.

| TopakajHa peHTreHorpapus : nepudepHrd u 0azalHU PETHKYIAPHH 3aCCHYBAHMUS,
MOHSAKOI'a MOraT J1a ObAaT 3acerHaT U APYrd 30HHU, HAJIMYUE HAa IPOMEHHU THUI ,,[TYelIHA
nuTa’™; B PEIKU Cllydyan HOpMasiHa peHTreHorpadus.

"I HRCT wmopen BxuiouBai Ounatepalinu, nepudepHu U CyOIIeBpaIHU PETUKYIAPHU
3aCeHYBAHUS, C TIPOMEHH THII ITYEJIHA MMUTA, TPAKIIMOHHU OpPOHXHEKTa3uH, IPOMSHA B
ApXUTCKTOHMKATa ¥ MHUHMMAJIHU WM JIMICBAIIA MPOMEHU THII ,,MaTOBO CTBHKJIO.
[lpenumHO 0a3anHO aHraKMpaHE IMO-W3PAa3CHO INPH HaNpeABaHE Ha 3a00JSBAHETO.
Crenenta Ha CT npomeHun Kopeinupa ¢ NaTOPU3UOJIOTHUYHOTO YBPEXKAAHE.
JIOMMHUPAIIOTO HAaJMYKe Ha MPOMEHHU THII MaTOBO CTBHKJIO MpEAIoJiara HaTMuueTo Ha
oemonpobHa ¢ubpos3a, paznmuna ot IPF m m3uckBa oOmmcnsiHeTo Ha OenoapoOHa
ouorncusl.

(1 BAL psaxo Hocu mosie3Ha MHPOpMAIU U HE CE M3MCKBA KaTO PYTHMHHO H3CJE/IBaHE
npu namueHTu ¢ IPF. Pe3ynrature THNMMYHO TMOKa3BaT HaJWMYMe HA HEYTPOPHIHUS, a
MOHSIKOTa U Jieka eo3uHoduaus. MapkantHata eosunoduust (>20%) u numdonnrosa
(>50%Ne ce aconMupart ¢ anTepHATHBHA AUATHO3A.

- BesoapooHa Omoncusi (mocpenctBoM VATS M TOpakoTOMHS) C€ HajlaraT NpH
CBbMHUTEITHA JIHarHo3a.

- Tpancropakanana ExoKI' e noka3zana npu ceeKTUpaHd MalMEHTH C OTJIEN OLICHKA Ha
PAP.

Xucronoruyno wusciaenBane. UIP e momen wa ¢ubpo3a xapakrepusupai] ce ¢
TEMIIOpaJIHA W CEeMTallHa XETEPOTeHHOCT, yYacThllM C aKTHUBHU (GuOpoOsacTHu (HoKycH,
pasnpbCcHATH CpPeJl y4acThblld OT YBpEdeHa CTPYKTypa THIl ,T4ellHA MHUTA™, OTpa3sBallu
XPOHUYHO YBPEXJIaHE W YYacTBIM OT HOpMallHA OelloJpoOHA THKAH, Pa3jIMYHU CTAIAWH OT
€BOJIIOLIMSATA Ha TMporpeca Ha 3a00NsBaHETO B PA3IMYHU Y4acThIM Ha Oemus 1po0.
HNHTEpCcTUIIMATHOTO BB3MAJICHUE € MUHHMaTHO. HaaudHu ca ChOOIICHUS 3a TUCKYTaOMITHU
Cllydad WJIM pa3MHUHABaHE B CTAHOBUIIIATA HA MATOJO3UTE OTHOCHO HAIMYHETO HAa MOJEN Ha
UIP B wmarepuanute oT OemonpoOHa OWoOICHs, KaTo B TakWBa CIydal C€ MpernopbyBa
MOCTAaBsIHETO Ha JUarHo3ara Ja cTaBa cleJ KIWHUYHO, PaJUOJOTHYHO M XHUCTOJOTHYHO
o0CHK1aHe.

Jmarmo3ara MoXe ChC CUTYPHOCT J1a ObJIe TIOCTaBEHA B MO-TOJIsIMATa YacCT OT CIIy4auTe
Ha Oaszara Ha kiauHuuHWTe naHHd W gadaure or HRCT. Ha Ta6n.l ca mnokaszaHu
peHTrenonornynuTe xapakrepuctuku Ha IPF. benonpoOnaTa Guoricus He ce mpenopbyBa Mpu
narueHTd ¢ kauHHYHU 1 HRCT nannum 3a IPF, HO Moxke ma Obne cpeiacTBo Ha u300p mpu
HaJgu4he Ha HETUIMYHO TPEACTaBsSHE (HAMp. MPEJOMHHAHTHO HAJIMYME HA TPOMEHH THI
,»,MaTOBO CTHKJIO®, HOJIyJIU, KOHCONIUJAIINH, aHTakupaHe Ha ropaute n1odose Ha HRCT, mnana
BB3pacCT).

[Ipu HEOOXOMUMOCT OHWoICHATa MOXKe Ja OBJe ochlecTBeHa B xona Ha VATS wmm
TopakoTomusi. TpaHCOpOHXMaATHA OWUOICHS HE C€ MPEenophuBa, Thil KAaTO MaTepUATBT OT
mpo0ara 4ecTo € HeJJOCTaThueH U HenH()OPMaTHUBEH.
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Tabmn. 1.PentrenoBu xapakrepuctuku Ha OOWKHOBEeHaTa MHTepcTUlMaiHa THeBMOHUS (MBD)

Ourl
(O6ukHOBEHA
HHTEPCTUIIHATHA
TTHEBMOHHS)

Bepostaa OUII

Heonpenenena OUIT

AJ'ITepHaTI/IBHa JuardHosa

M3menenusTa ca npeAMMHO
cyOrureBpaHo 1 6a3aiHo;
pa3npoCTpaHEHHETo e
4eCTO XETePOTreHHO

M3menenusTa ca npeAMMHO
cyOrureBpaiHo 1 6a3aiHo;
Pa3npoCTpaHEHHETO e
4eCTO XETePOTeHHO

M3menenusTa ca npeAMMHO
cyOruIeBpaiHo 1 6a3aiHo;
@OuHn peTuKynapHU UBHIIH;
MOXe J1a IMa JIEKO
H3pa3eHN H3MEHEHUS THIT
,,MaTUPAHO CTHKIIO UIH
HapyIleHa apXUTEKTOHUKA

Haxoaxara npennonara apyra
JIar’Hosa:
1. KT panau

- Kuctu
- Mo3anuna cTpyKTypa

- ,MaTHPaHO CTHKIO

(,,panes OUII tum) - Pasnpocrpanenu
MHUKPOHOTYITH
- Ilenrponobynapan
HOJTYJH
-  Honymu
- Konconupamus
W3meHeHus Tvm ,,T4eIHA Perukynapau namMeHeHus ¢ KT pgannu w/vnmn 2.IlpeobnanaBaiio
nira ¢ win 6e3 nepudepHn | nepudepHU TPAKIIMOHHU pasnpocTpaHeHa pa3npocTpaHeHue:
TPaKIIMOHHU OpOHXHMEKTa31H WITH 6enonpobHa Gpubpo3a, - IEpUOPOHXOBACKYIAPHO
OpOHXMEKTa3U! WU OpPOHXHUOJIOCKTA3NH; KOSITO He TpeJioara - IepHIMM(pATHIHO
OpPOHXHOJIOEKTa3UHI Moxe 1a uMa JIeKOo HSKaKBa crienuuaHa - TOPHH ¥ CPEIHU TI0JIeTa

H3pa3eHU U3MECHEHUSI THIT
,,MaTUPaHO CTHKIO"

eTHOJIoTHS (,,HANCTHHA
Heomnpenenaena OUIT

3. Apyrn
- INICBPAJIHU IIJIaKH

(a3becTo3a)

- IMJIaTHPaH XPaHOIIPOBOL
(chenmuHUT.ThKaHHA 00JIeCT)
- IMCTAJTHY KJIABUKYJIAPHU
epo3uH (peBMaT.apTPUT)

- pa3mpoCTpaHEeHU
yBeHI/I‘leHI/I J'II/IM(l)HI/I BB3JIU
- TUIEBP.U3JIMB, IJIEBP.
cpactBanus (CT
0o0JIeCT/METMKaMEHTH )
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JAunarnoctuunu kpurepuu 3a IPF

1. U3kmouBane Ha Apyrd u3BecTHU mnpuumHu 3a ILD ( Hamp. mpodecnoHamHa EKCIO3HIHS Ha
BPEIHOCTH Ha OKOJIHATA Cpe/ia, CUCTEMHHU 3a00JIsIBaHMSI, MEJMKaMEHTO3Ha TOKCUYHOCT U JIp.)

2. Hammuuero na HRCT monen na UIP
3. Crennuduunn komObunamuu ot mojaenu Ha HRCT u XuCTONMaTonornyHu MO MpH MalUeHTH,

MOJIJIOKEHU Ha OenoapoOHa OHOTICHsI.
[Tanmentn cbc chbMHeHME 3a IPF mbpBOHa4YaiHO ce OIEHSABAT 3a WACHTH(PUIUPYEMH NMPUYUHH 32
MHTEpCTUIIMATHO OenoapoOHo 3abonsBane (ILD), karo Hampumep BBTpemiHa U TMpodecroHaHa
eKCIIO3UIUsl Ha BpeqHU (aKTOpH Ha OKOJIHATa cpena, O0O0JecTH Ha ChEeIMHUTENHAaTa ThKAaH WU
JIEKapCTBEHAa TOKCMYHOCT. AKO MMa NOTEHIMaNHa npuuuHa 3a [LD, nanueHTsT ce nojuiara Ha no-
3a1ba00UeHa OLEHKA 3a MOTBbp)KIaBaHE WJIM H3KIIOUBAHE HAa XUIEPCEH3UTHBEH ITHEBMOHMT,
0ojecT Ha ChEAUMHHUTENHATa THKaH, MHEBMOKOHHMO3a M STPOTCHHH MPUYMHU (HAIP.JIEKapCTBEHA
TOKCUYHOCT W pajauanusi). AKO He € OCbhbllecTBeHa crneunduyHa auarHosaTa WM HsAMa
uAeHTUUIMpaHa MoTeHManHa npuunHa 3a ILD, cnen toBa knunmuHata Haxoaka u HRCT ce
pasriaexaar no BpeMe Ha MYJTHAUCHHUIIMHAPHA UCKYCHS KOSTO J1a YCTAHOBU WIH Ja U3KIIOUYU
nuarno3ata IPF. IPF ce muarnoctummpa, ako ¢ Ha jure komOuHamus ot moxenu Ha HRCT u
XHCTONATONOrHYHH Mozeu (¢ur. 1 u 1adi.2).

@ur. 1 /Inarnoza Ub®

XucronaTonoruyeH Monen"

CumMHeHue 3a UBED*

own.
‘BepoAtna OWIT NED \.‘ Y He-UBD

HRCT moaen

Heonpesenen Fie) M At He-UB®

AnTepHaTHBHA

AMBIHO38 UB® Heonpenenens He-UB® He-UBD

6eposiTHo'*

JAudepennuaiina 1uaraosa

[J JleBocTpaHHA Cbple4YHa HefocTaTh4HOCT (decta knuHuyHa J{/] rpemxka npu IPF, kato
Ha MalMEeHTUTE YEeCTO C€ Ha3HayaBaT JUypeTHUIIH,

[] ®dudpornyHa HecnnenupUIHA MHTEPCTHIHAIHA (puOpo3a wim apyra ILD;

(] A30ecTo3a;

[J CbeIMHUTEJHO-TbKAHHO 3a0oisiBaHe (MOXX€ Ja uMa MOJOOHM KIMHUYHH U
panuonoruyHu npomenu ¢ moaen Ha UIP;

[J XpoHMYHA XMIIPCEH3WTHBHA NMHEBMOHMS (II0J03Mpa ce MPH TUIHYHO aHTAXHpaHe Ha
TOPHUS W/WIM CPEIHUs U1, MUKPOHOYIAPHU MPOMEHU THII ,,MaTOBO CTBKJIO* (30HHU C
HamalieHa npo3paynoct), BAL ¢ nuMpoIuTHO mpeacTaBsiHe (HeuecTo, HO MOXe 1a Oble
cBbp3ana ¢ mojen Ha UIP);

[J XpoHHYHA capKOH103a;

[J JIekapcTBeHO MHAYLHPAHU IIPOMEHH;;
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1.5. Jleuenue

Jleuenuero Ha IPF ce 0asupa Ha npenopbkute Ha ATS/ERS/JRS/ALAT statement:
Idiopathic pulmonary fibrosis. Am J Respir Crit Care Med 2011 (1), 2018 (2), 2022 (3).

1.5.1. Jleuenue Ha nauuenture ¢ IPF ¢ anTtukoaryianr
[IpenoppuBa ce Ha KIMHUYHUATE CICHUAIUCTH Ja HE U3IOJI3BAT aHTHKoaryiauus ¢ warfarin mpu
naiueHTu ¢ [PF, kouto HIMAT Ipyro u3BECTHO MOKa3aHUE 3a U3IMOJI3BAHETO MY (CHIIHA MpPErnophKa
NPOTHB, HUCKA YBEPEHOCT B OI[CHKaTa Ha e(heKTa).

O0ocHOBKAa M CbOOpaKeHUs1 NMPHM NpWJaraHero. Ta3u mnpemnopbka OTJaBa TOJISIMO
3HaYeHWE Ha TaKWBa MOTEHIMAIHH HEXEJNaHH CTpaHWYHH eQeKkTH, Karo cMmbpT. Cropen
aKTyaJHUTE Npenopbku 3a jedyeHue Ha [PF moBUIEHHAT pUCK OT CMBPTHOCT Hajlara CUjIHaTa
npernopbKa MPOTUB U3IOJI3BAHETO Ha mepopasieH warfarin karo neuenue Ha IPF npu nanuentu c
IPF. Ta3su mpemopbka ce OTHAcsi camMo 3a TMepopalieH warfarin ¢ NpUIETHH CTOWHOCTH Ha
MEXIyHApOJAHOTEe HOpManu3upaHo oTHomeHue ot 2.0-3.0 u He BKitouYBa ymorpebarta Ha APYrH
AHTUKOAryJlaHTH 3a Jpyru mokazaHus. llamuentute, KOMTO HMaT APYyro W/WIM H3BECTHO
NOKa3aHWe 3a aHTHKOAryJalus, KaTo BEHO3HAa TpoMOoeMOomu4Ha OO0JEeCT WM TPEIACHPIHO
MBXKJEHE, TpsOBa Ja crma3BaT HACOKWUTE 3a JIEYCHHE Ha Te3d 3a00JsBaHUS HE3aBUCHUMO OT
OCHOBHara uMm auarsosa IPF.

1.5.2. Jleuenue Ha manuenture ¢ IPF ¢ Imatinib
Imatinib e mnoreHnmanen wHXHOUTOP Ha OenoapobHara (GuOpodIacTHa-MUOGHOPOOIACTHA
mudepeHInanus U npoiaudepanus, KakTo U KaTo MHXHOWTOP Ha W3BBHKIICTHYHATA MATPUKCHA
npoaykius upe3 uaxuOupane Ha PDGF u tpancdopmupane Ha CUTHAIUTE HAa pacTeXeH (akTop-
B.

IIpenopbuBa ce HAa KJIMHHYHHTE CHENMHAJIMCTH [Ja He H3moa3BaT imatinib mpm
nauuenTH ¢ IPF (cuiHa npenopsbka, cpeHa YBepeHOCT B OLICHKATa Ha e()eKTa).

O0ocHoBKa M cboOpakeHusi nMpu npuiaaranero. Cropen akTyaJlHUTE NPENOPBKU 3a
neuenue Ha IPF, Imatinib e cpaBHUTETHO CKBITO JIEKAPCTBO O€3 aKTyalHH JI0KA3aTeICTBA 3a M0JI3a
npu nanuentute ¢ [PF 3a npegoTBpatsBane Ha mporpecusara Ha 3a00JISBAHETO MM CMBPTHOCTTA.
B KoHTekcTa Ha nMIca Ha KIMHWYHA II0J133, Ta3W NpPENopbKa OTAaBa TOJSIMO 3HAYCHHWE Ha
HEXXENIaHUTE CHOUTHS U Pa3XOUTE 32 JICUCHUETO.

1.5.3. Jleuenue na nanuenture ¢ IPF ¢ komonnanus ot Prednisone, Azathioprine u N-
Acetylcysteine

Jlo cxopo e Ouna mpuera Te3aTa, 4Ye UMyHHaTa CylnpecHs € BaxkHa 3a jedeHuero Ha IPF.
[Ipenmonara ce, ye peXUM C JBE JIEKApCTBA, BKJIIOYBAIL IIIOKOKOPTUKOMAM C J100aBsiHE Ha
azathioprine wmm cyclophosphamide, moxxe nma uma mo-700Bp €PEeKT OT CaMOCTOSATETHOTO
NPUJIOKEHNE HA TIIFOKOKOPTHKOU/IH.

IIpenopbuBa ce Ha KJIMHHYHUTE CHENHMAJHCTH 2 He M3MOJ3BAT KOMOMHHpaHA
Tepanusi ¢ N-acetylcysteine, azathioprine, m prednisone npu nammentu ¢ IPF (cmiana
NpenopbKa, HUCKA YBEPEHOCT B OLICHKATA Ha edeKTa)

O0ocHoBKa M cboOpa:keHusi npu npuiaaranero. Cropen akTyaJHUTE NPENOPBKU 3a
nedenue Ha IPF, Ta3u nmpenopbka ce 6azupa Ha pe3ynTaTUTe OT €AHO OTJEIHO MPOyYBaHE, KOETO €
OMJI0 MPEXIEBPEMEHHO MPEKPATEHO MOPaJM OMACHOCT OT YBpexkaaHus . Tazu nmpenopbka oTaaBa
TOJSIMO 3HAa4YCHHE Ha TIOTEHIMATHHUTE HEXXKelTaHW eeKTH OT JieueHHeTo. EkcriepTurte cumtar, 4e
Ta3u IpernopbKa ce oTHacs camo Ao nanueHtute ¢ IPF, nexyBanum ¢ 103a Ha JekapcTBEHHUTE
MPOAYKTH, U3MOJI3BAHU B IMPOYYBAHETO, U HE € 3abJDKUTENHO J1a ce IeHepaju3upa 3a JApYrd
dopmu Ha MHTEpcTUIMaTHA O6eraoapoOHa OoIecT WK APYTU 103U Ha M3MUTBAHUTE JekapcTBa. He
€ TIOCTHTHAT KOHCEHCYC KaKBO € MoBeaeHueTo npu nanuentu ¢ IPF, momy4aBamu aeiarocpodna
KoMOuHHUpaHa Tepanusi ¢ J1oOpa moHocumocT. Ilpu TakuBa oOCTOsITENCTBA, CE MpenopbyBa
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JeKapAT Aa MpoBeae WHPOPMHpaHAa TUCKYCHUS C KOHKPETHHUS MAaIlMeHT, C el Ja ce OOCHIAT
MOTEHIIMATHUTE BPEAU OT JICYSHUETO U J1a CE€ B3eMAT MPEIBUJI IPUOPUTETUTE U MPEINOUUTAHUATA
Ha marueHTa. BbOpeku mnpeau3BUKaTeNCTBaTa NPH OMNpENesHE Ha Ioji3ara 3a OTICITHUTE
MAIUEHTH, C Te3U, KOUTO Ca OTTOBOPUIIM Ha KOMOWHUpPAHATA Teparlvs, U3IJIekKIa YMECTHO Ja ce
mpepasriiela TouHocTTa Ha nuarHo3ata IPF m nma ce B3emar mpenBuia JIpyrd Ipomecw Ha
3a00JIIBAaHETO, KOUTO MOXKE JIa OTTOBOPSIT MO-100pe Ha TOBA JICUCHHE.

1.5.4. Jleuenue nHa manuenture ¢ IPF ¢ Ambrisentan, cejlekTHBeH €HI0TEJIHH-
penenTopeH AaHTArOHUCT

IpenopbuBa ce Ha KIMHMYHUTE CHENHMAJHCTH JAa He H3moJ3Bar ambrisentan,
CeJIEKTUBEH EHJ0TeJUH-PelenToOpeH AHTAaroHuct, npu namuentu ¢ IPF, He3aBucumo ot
HAJMYHETO WJIH JIUIcaTa HAa 0ejoApOo0HA XHIIEPTOHHS (CHJIHA NpenopbKa NPOTHB, HUCKA
YBEPEHOCT B OLleHKaTa Ha edeKTa)

O0ocHoBKa M cboOpa:keHusi Npu npuiaaranero. Cropen akTyaJHUTE NPEHNOPBKU 3a
neuenre Ha IPF He ce mpemopbuBa M3moa3BaHeTO Ha ambrisentan npu nanuentu ¢ IPF, kouto
uMar npusHany Ha 6enoapoOHa xunepronus. Ha manuenture ¢ IPF, konto npuemar ambrisentan,
ce MpernopbyBa J1a NPEKPaTAT JICUCHUETO, UMAKU MIPEeABU JIMIICATa Ha MO0J3a U MOTEHI[UATHUTE
CTpaHUYHU e(PeKTH.

1.5.5. Jleuenue Ha mauuentTu ¢ IPF ¢ Nintedanib, nHxu6urop Ha THpO3UHKHHA3ATA.
Nintedanib e BbTpekieThYeH HHXHUOMTOP HA HAKOJIKO THPO3WHKHHA3U, HACOUCH KbM MHOKECTBO
pelenTtopu Ha pacTekHus (AKTOp, BKIIOUUTETHO CHIOBHS CHAOTEICH pacTexeH (akrop,
bubpobdnacTaus pactexxer dpakrop u PDGF.

IIpenopbuBa ce HAa KJIMHHYHUTE CHENMAJMCTH Jda u3moJ3BaT nNintedanib mpm
nanueHTH ¢ IPF (ycji0BHa npenopbka, cpeiHa YBEPEHOCT B OLIEHKATA Ha e(eKTa).

O0ocHOBKa M CchOOpa:keHHMsl NpU npuwiaaranero. Crnopea akTyaqTHUTE MPENOPBKHU 3a
neuenue Ha IPF ce oraaBa romsmo 3HaueHue Ha MOTEHIMAIHATA 1Moyi3a oT hintedanib 3a BaxuuTe
3a TAIMEHTHTE PE3YJITaTH, KaTo MpOrpecHsi Ha 3a0oJisiBaHETO, M3MepeHa che cnaaa BbB DBK,
CMBPTHOCT, U MIO-MAJIKO 3HAYEHUE HA MOTCHI[HATHO 3HAYMMHTE HEKEIAaHU CHOUTHS U OUYaKBaHUTE
pa3xoau Ha JICUECHHETO. 3a pa3jinka OT TO- CEJICKTHBHUTE WHXHOMTOPU HA THPO3UHKHHA3ATa,
nintedanib u3rnexma nma moa3u npu BakHHUTE 3a manueHTuTe ¢ IPF pesynratu, BbIpPEeKH ue He €
0w HaOMr0o1aBaH 3HaYMTENIeH eeKT BhpXy obIaTa cMbpTHOCT. [Ipu Tepanusata ¢ nintedanib ce
HaOJIO/IaBaT HAKOW YECTH HEXEIaHW CHOWTHS KaTo Juapus, U MalMeHTUTe TpsiOBa na ObaaT
uH(GOPMHUpaAHH 3a TOBA MMPU B3EMaHETO Ha pelieHue 3a jedenue. [Ipu neuenue ¢ nintedanib we e
UMaJio MOBHUIIIaBaHE HA CEPHO3HUTE HEKEIaHU CHOUTHS M CPABHUTEIHO MO-MAJIKO MAI[MEHTH ca
NpEeKpaTHIIN MIPUEMAHETO My TOpaau HexelnaHu edektu. He e M3BECTHO naim TepareBTUYHUTE
MOJI3H III€ C€ pa3jnyaBaT MPHU MAIMEHTUTE C MO-TE)KKH HAPYIICHUS B TECTOBETE 3a OeoapoOHa
(GYHKIMS WIK TIPU TE3H C JPYTU ChITbTCTBAIIM 3a00JsiBaHus. HIKOM OT MalMeHTHTe, y9acTBaIly B
KJIMHWYHHA TPOYYBaHUs, ca OMIIM MAIMCHTH C JMarHo3a, yCTaHOBEHA ¢ KOMITIOThbpHA ToMOoTrpadus
C BHCOKa PE30JIIOIHMS, KOHTO Tpeironara Mojel Ha OOMKHOBCHAa WHTEPCTHUIIMAIHA THEBMOHUSI
(UIP) (u e o6o3HaueH kaTo mozen Ha “BepositHa UIP”), a He manuenTu ¢ siced moaen Ha UIP (t.e.,
6e3 morBbpkaeHue 3a OWII ¢ xupypruyna OWONCHS TPU TAINMUEHTH, YAUTO PE3YJITaTH OT
KOMITFOThPHATa TOMOTpadusi ¢ BUCOKa PE30JIONMS HE ca MOoKa3ajld MOJEIN, OTrOBapsIl Ha sCHa
UIP). Ot nokazaTtencTBara HE MoOraT Ja C€ HampaBAT MPEINOJI0KECHUS 3a ONTHMAJHATa
NPOJABDKUTETHOCT Ha TEPAIUATA, U HE € H3BECTHO KOJIKO Tpae e()eKThT OT JCUCHHETO C TEKyIaTa
JICKapCTBEHA TePAIIHsl.

1.5.6. JIeuenune na mamuenture ¢ IPF ¢ Pirfenidone

Pirfenidone e mnepopajeH aHTHPUOPOTHYEH JEKAPCTBEH MPOAYKT C IJICHOTPOITHO
neiictue. Tol JI0OKa3aHO peryiupa BaKHH NPO(PHUOPOTUYHU W TPOBB3MAIUTEIHU LUTOKUHHU
KacKaJy UH BUTPO, KaTO B CHIIOTO BpeMe HamaisiBa (pubpobdiacTtHata mponudepamnus 1 CHHTE3a
Ha KOJIareH B )KMBOTHHCKH MOJIENH Ha OenopobHa ¢pubdpo3sa.

IIpenopbuBa ce Ha KIMHHYHATE CHEHHAJIUCTH Ja wu3mnoJ3Bar pirfenidone mnpm
napueHTH ¢ IPF (ycioBHa npenopbka, CpeHAa YBEPEHOCT B OLICHKATA Ha eeKTa).
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Ob6ocHOBKA M cbOOpakeHUs1 NMpU npujaaradHero. Cropen akTyalHUTE NPENOPBKU 3a
neyenre Ha IPF mMa HOBHM nOKa3saTescTBa, Opaav KOMTO TOBA JICYEHHME € IMOJIY4YUIIO YCIOBHA
npernopbka. Ta3u mpenopbka OTAaBa rojsiMO 3HaYeHHE Ha MOTCHIIMATHATa Moj3a Ha pirfenidone
3a BaKHUTE 32 MAIMEHTUTE PE3yJITaTH, KaTo MpOorpecusara Ha 3a00IIBaHETO, U3MEPEHa ChC Craja
Ha ®BK u cMBpTHOCT, ¥ 1MO-MaJKO 3HAYCHHE HA MOTCHIMAIHO 3HAYUMHTE HEXKEIaHU €PEKTH U
pasxoauTe 3a JiedeHue. J[aHHWTE 3a KaueCcTBOTO Ha >KMBOTA Ca JIOKJIAJBAHU CIIOPAAUYHO B
npoyuBanusra 3a pirfenidone. Jleuenuero ¢ pirfenidone e cesp3ano ¢ peauia HexeaaHn eHeKTH,
KaTO HSKOM MAIlMeHTH He XKeNasT JIa TY MOHACST, I0pU U OT JICYEHUETO J1a MMa OIIpe/ieieHa o3a,
omeHeHa c¢ wu3MepBaHeto Ha ®BK. Pemenusita TpsiOBa na ce B3emMar JBYCTpPaHHO, KaTo
NaIMEeHTUTE, 3aII0YBallM TOBA JICYEHUE, TPSAOBa 1a ObIaT MHPOPMHUPAHH 32 BCHUKU MTOTCHIIUAIHU
Hexenann edektn ot Hero. VMmaiku mpenBua pa3iUYHUTE KPUTEPHH 32 BKIIOYBAHE B
npoyuBanusata Ha pirfenidone, tesu pesynratu He TpsiOBa aa OBJAT TEHEPAIU3UpPaHH 3a
narpeHtutre ¢ IPF, KouTo MMaT MO-TEXKM HapylIeHUs B TECTOBETE 3a OeoapoOHa (QyHKIUS,
KaKTO ¥ 32 MAIlMeHTHUTE C IPYTU 3HAYUTEIHHU ChIIBTCTBAINM 3a0omsBanust. OT JOKa3aTencTBaTa He
MOraTr Jla Ce HalpaBsT MPEIIOI0KCHUS 32 ONTUMAIHA POJABDKUTEITHOCT Ha TEparusiTa, U HE €
M3BECTHO KOJIKO Tpae €PeKTHT OT JICYCHUETO C TeKyIaTa JeKapCTBEHA Tepamusl.

1.5.7. Jleuenune Ha manuenture ¢ IPF c¢ne Sildenafil, unxudourop Ha docdoauecrepasa
5
IIpenopbuBa ce HAa KIMHUYHHUTE CHEIUATUCTH Ja He u3nousBar Sildenafil, maxuéurop nHa
dochoamnecrepasa 5, 3a Jjeyennero Ha IPF (ycioBHa mpemopbka, cpeaHa yBepeHOCT B
OLICHKATAa Ha e(eKTa).

O0ocHOBKa M CcbhOOpa:keHHMsi Npu npuwiaaranero. Crnopea akTyaqHUTE MPENOPBKHU 3a
neyenue Ha IPF Bwropeku, ye nmpuioxkenuero Ha Sildenafil e cbp3ano ¢ sieko momoOpeHue B
Ka4eCTBOTO Ha JKMBOTA, MMAMKU TPEABHJ JIMIICATa HA II0JI3a IMPH OCTAHAIHMTE pPE3YJITaTH,
BKIIIOYMTEITHO CMBPTHOCTTA, OCTPUTE €K3alepOaluy WM CKaJUTe 3a JUCIHEs, € MPHETOo, 4e
NPUIOKEHUETO MY MOXE Jia JOBeJe J0 NMOTCHUHUATHHU Bpeau. JIUICBAT CrelHaiHyd MOATrPYIIOBH
npenopbky 3a naueHTu cbe [IPF ¢ mokyMenTHpana 6emoipoOHa XUIIepTOHHS.

1.5.8. JIeuenne na mamuenrure ¢ IPF ¢ Bosentan nam Macitentan, xBoitnu engorTeTHu-
peuentopuu anraronuctu (ER-A u ER-B)

IlpenopbyBa ce Ha KIMHMYHUTE CHENMAIUCTH Ja He H3moia3BaT bosentan wam
macitentan, m aBara aBoiiHu ER-A u ER-B eHjoTe/IHH-peleNTOPHH AHTATOHUCTH, 32
Jedyenuero Ha IPF (ycioBHa npenopbka cpely, HUCKa YBEPeHOCT B OLICHKATa Ha edekra).

OOocHoBka H cboOpakeHusi mnpuH mnpuwiaaradHero. Hwmaiiku MIpEIBU]T
IPOTHBOPEYMBOCTTA Ha 000OIIEHUTE pe3yiTaTH (CMBbPTHOCT WM MPOrpecHs Ha 3a00JBaHETO) B
pa3IUYHUTE MPOYUYBAHMS M HETOYHOCTTA B OLIEHKAaTa Ha e(eKTa, aKTyaJlHHUTE MPENopbKU 3a
neuenne Ha IPF He nmaBar mpemopbka 3a jedeHue Ha manueHtute ¢ IPF ¢ bosentan wmm
macitentan. Bwopeku ToBa, 0Ka3aTelNCTBaTa HE IO3BOJSBAT CHEU(PHUYHA TOATPYINOBA
IpenopbKa.

2. IIporpecupama Oemoapodna ¢uopoza (II®b) npu ¢Pudpo3upamm
HHTepcTUIMATHE OestoapoapoOoHu 6oJsiectu (UBB), pasanunau ot UbB®

1.1. InarnoctuyHu kputepuu 3a [1Ob

[Tporpecupamiata 6enoapodbHa Gudposa (IIbD) ce npuema npu namuent ¢ Ubb ¢ uzBectHa
WJIM HEU3BECTHA €THOJIOTHS, paznuyaBamo ce oT Mb®d, KoWTo uMa peHTre€HOJIOTUYHH JJAHHH 3a
6enoapodna ¢ubposza. I1bD ce ompenens npu HaIMYMe HAa Hall-MaJKO JBa OT CJIEIHUTE TPHU
KPHUTEPHsI, HACTBIIIIIN TIpe3 TIOCIeHATa ToIMHA 03 Apyra MpUIrHA:

1. BromaBane Ha peciupaToOpHUTE CUMIITOMU;
2. DuU3NOTOTUYHY JOKA3aTEICTBA 3a MPOTpecupaHe Ha 3a00JIIBaHETO;
3. PeHTreHonorn4Hu JoKa3aTencTBa 3a Mporpecupane Ha 3a00JIsIBaHETO.
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[lpy BCHMYKM MAIMEHTH CbC ChbMHEHHE 3a IMporpecus Ha 3aboisiBaHEeTO TpsAOBa aa ce
M3KIIIOYAT alTepHATUBHYU MPUYMHH 32 BJIOLIABAIIMTE C€ CUMIITOMH, TOBA € OCOOCHO BaXKHO MpHU
NAIMEHTUTE C BIJIOIIABAIIM CE€ PECIHMPATOPHU CUMOTOMH W/WiK noHmkaBane Ha DLco mpensun
no-Huckara crenuduaHoct Ha Te3u xapakrepuctuku npu [Ib® B cpaBrenne ¢ ®BK u KT nHa
rpbanus kom. [IB® ce nepunmpa otmenno ot MB®D, kosto e nepuHHpaHa B MPEIUIIHU
npenopbku. Ts He e auarHo3a u ompexaeneHuero 3a [IbD e arHocTUYHO CHPSIMO OCHOBHOTO
3abonsBane. Tunuunute Gudbpo3upamy 0enoapoOHN 3a00IIBAHUS, KOUTO MOTAT J1a CE TPOSBAT C
[1b®, ca u3bpoenn B Tabmuma 5. Kpurepuure 3a IIb® otpaszsBar pe3ynratute OT MHOXKECTBO
KJIMHUYHHA U3OUTBAHUs, Y€ aHTU(HUOPOTUYHATA TEPANUsl HE MOXKE J1a ce ONpe/esis Bb3 OCHOBA Ha
JaHHUTE CaMo OT €JIHO U3IUTBAHeE.

Kpurepuure 3a I[Ib® ca cBbp3aHu €IMHCTBEHO C IIPOTHO3aTa, KaTO HE € SICHO AU TE
uAeHTU(PULIUPAT U MAUEHTUTE, KOUTO Ca HAM-MOAXOAAIIM 32 aHTU(PUOPOTUYHA TepaIHs.

1.2. KNMHUYHH CUMIITOMH

[Tporpecupamara OemoapoOHa ¢uOpo3a wWMa KIMHWYCH XoiA, monodeH Ha HWBOD.
OU3MONIOTUYHHUTE J0KA3aTeNCTBA 3a MpOrpecupaHe Ha 3a00JSBAHETO Ca CBBbP3aHU C aOCONIOTEH
cnag Ha FVC ot >5% B pamkuTe Ha 1 roguHa oT mpocieasaBaneTo uiu abcomorex crnaa Ha DLCO
(xopurupan 3a Hb) or >10% B pamkutre Ha 1 roamna ot mpocneasBanero. Cmsra ce, ue
abcomoTHUAT cnaa Ha DLCO He e moaxopsiia KpaiHa TOYKa B KJIMHUYHMTE WU3MUTBAHUS Ha
nanueHTu ¢ OenoapoOHa Gudpo3a, BEPOATHO IMOpPaad BapUAOMIHOCTTa HA H3MEpBaHHATA MpPU
NAIMEeHTUTE, PA3IUYHU TEXHUKH B JJaOOpaTOpPHHTE 3a OINpeeNssHe Ha OenmonpoOHara GyHKIUS U
JUIcaTa Ha CIeU(UYHOCT MO OTHOILIEHUE Ha Mporpecusta Ha OenoapodbHara ¢pudposza. Brrpeku
toBa npomsiHata B DLCO (kopurupana 3a Hb) e mocienoBareneH u CHiieH NIPEIUKTHBEH (aKTop
3a CMBPTHOCTTA MPHU MAKUCHTH ¢ Pa3IudHu GUOpo3upaiiy 6enoapooHu 3a00isiBaHus. AKO TpsOBa
HamangBaneto Ha DLCO na ce onpenenu kato nocienuia Ha rnporpecupaina gpubdposa, ce Hamara
U3BBPIIBAHETO Ha JIOMBIHUTENHA OlleHKa, oOukHOBeHO BritouBania HRCT, 3a na ce uskimtouar
anTepHaTHMBHU NpuuuHU 3a BiomaBaHeto Ha DLCO. Hb-kopurupanust cnaa B aOCOTIOTHUTE
croitHoct Ha DLCO npu nunca Ha apyro oOsicHEHUE 3a craaa Moxke na € npusHak Ha [1bD,
0c00€HO KOoraro e mpupyxeH oT HamaisBaHe Ha FVC wnu noBuieHa creneH Ha ¢pubdposa mpu
HRCT.

PeHTreHoOrnYHATE JaHHW 3a MPOTPEecHsl Ha 3a00JIIBAHETO Ca CBBP3aHU C: TOBHIICHA
CTETeH I TeXECT Ha TPAKIMOHHUTE OPOHXUEKTAa3UH U OPOHXUOJIEKTA3UUTE, HOBH MPOMEHH THII
,»MaTOBO CTBKJIO® ¢ TPAKIIMOHHU OpOHXMEKTAa3UH, HOBH (DUHU PETUKYJIApHU MPOMEHU, TTOBUILIEHA
CTETeH WX MOBUIIIEHA TPYOOCT Ha PETUKYIAPHUTE MPOMEHH, HOBU WUJIM YBEIMYEHU TPOMEHU THUTI
,ITUeJIHA THTA‘, MOBHIIEHA 3aryda Ha JiobapeH obem. KoMmoTbpHO-0a3upaHaTa KOJUYECTBEHA
KT (QCT) moxe ma mpeacTaBisiBa MO-OOCKTUBHA W BBH3MPOU3BOAMMA MSpKaA 3a MPOTPECUs OT
BU3yaJlHAaTa OIICHKAa 3a OMpeAeNsHe TMporpecusta Ha OenogapoOHaTa ¢uoposa. Ille Obae
HEO0OXOUMO JOMBIHUTEIHO BaIHAUpaHEe U MpUEeMaHe Ha CTaHAAPTHU3UPAHHU MPOTOKOIH, MPEAH
QCT na Mosxe J1a ce U3MoJ3Ba MUPOKO B €KETHEBHATA TIPAKTUKA.

Tabmn. 2. ubposzupariy 6enoapodHM 3a00IsIBaHUA, KOUTO MoraT Ja ce npossst ¢ [IbD

[TorennuanHo GpUOPO3HU UHTEPCTUITUATHA
OenonpoOHU 3a00IBaHUS XUCTOJIIOTMYHU MOJICIIH

Nnnonatnuna O-HCUIL *®-HCUII
TIIIPE ‘UADE

* Mosxe /1a ChIIECTBYBAa CHbBMECTHO ¢ Jpyru Mojenu karo OUII mpu
MalMeHTH ¢ npyru ¢opmu Ha ceibreTBania BB

OOII * [{ukaTpryHa opraHu3upalla THEBMOHHUS
. Opranmnpama TTHEBMOHHUA CBC CBHIBTCTBAIlA HHTCPCTHIHATIHA
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¢ubpoza (mOHsAKOra BCIGACTBHE HA AU(Y3HO aAIBEOIAPHO
YBpPEXK/JIaHE/OCTPa HHTEPCTHIINATHA THEBMOHHS )

JINIT o JINIT*
®ubporrnuna BB, cbpp3ana cec CT3 e ®-HCHUII, ®OII, OUII (usnonssaiite

XHUCTOMATOJIOTMYHUTE KPUTEPUHU 324 UIANOIATUIHHU 33.60H$[B3.HI/IH)

®ubpornuen XI1 * XII u Beposren XII
» ®ubpotrunuTe XapakrepucTuky BkarousaT OUII, ®-HCUII mmn
OPOHXHOIOLEHTPUYHA (HHOpO3a

(DI/I6pOTI/ILIHa HpO(l)CCI/IOHaJ'IHa HUBbb * B 3aBucumocT ot npodecuoHanHara benoapobua Gosect
(asbecroza, ¢ubpormuen XII, cuiMKo3a, MHEBMOKOHHMO3a WM
ApyrH))

®ubpornuna JIKX * ®-JIKX

CDI/IGpOTI/I‘IHa CapKona03a ChII'bTCTBAIllA (1)1/16p033 (185) * JIMCKpEeTHM  HEHEKpPOTU3Mpalld  TPAHYJIOMH C  JHMGHO

pasnpeaciiCHue CbC

Hexnacupumupana ¢pudpornana UBb . B ujieanuus ciydaii Te3u 3a607BaHus
TpsiOBa Ja ObIAT HapUYaHU ,HekIacupuuupyemu" camo Clieln
MYJITHANCHHUILTHHAPHO o0CBKIaHe. IToseuero Cllydan

IpeJCTaBIABaT KOMOMHUPAHU WM NPUIIOKPHUBALIM CE MOAEIH Ha
KJIacuUUUpaHd HWHTEPCTULMAIHA IHEBMOHMHM MU Tpﬂ6Ba Ja
OBbJIaT JOKJIAJABaHK KaToO TaKUBa

Hpyru » ®ubpo3a BB BPB3Ka ¢ BPOJECHH TPELIKH Ha
MeTabonn3Ma, HapyIIeHUs: Ha Chp(GAaKTaHT OPOTEHHHTE, 6eT0aPOOHO
3acaraHe OT CHCTEMHHU HapyLIeHHs WIN APYTH

H3nomsBanu cskpamenus: CT3 = 3abonsgBane Ha chequHUTENHATa ThKaH; A1 = neckBaMaTHBHA MHTEPCTHLHATIHA THEBMOHHS;
O®-JIKX = ¢ubposna JlanrepxancoBa wxieTpbyHa xwuctuonuro3a; O-uHCUIl = ¢ubposHa wuamomaTnyHa HecnenupIHA
uHTepcTunnanHa nHeBMmoHus; ®-HCUIl = ¢ubpo3na Hecnenuduuna wmHTepcTHimanHa mHeBMoHus; POIl = ¢udposupama
oprannsupania nmHeBMoHMs; XII = xumnepcensutuBeH nmHeBMoHHT, A®DE = wnnrpaanBeonapna ¢ubposa u enacrosza; bbb =
HHTEepcTHIMAHA OenmoapobHa Oonect; MB® = wuamonaruuna OemompoOHa ¢ubposza; JIKX = JlanrepxaHcoBa KiIeThYHA
xuctronurosa; [IIIMDE = miesponapenxumua ¢pudpoenacroza; OUIl = 0OMKHOBEHA HHTEPCTUIMATHA ITHEBMOHHS.

. TepmuHONOTHATa 32 PUOPO3HN MHTEPCTUIIMAIHU ITHEBMOHHUHU C XapaKTepUCTUKH, TogooHu Ha [ANUII, e mpoTuBOpeunBa,
KaTo ce npunokpusa ¢ @-HCUIIL.

1.3. ba3upanu Ha JOKa3aTescTBa MpenopbKky 3a euenne Ha [1b®D, pazmmyan or UbD

1.3.1. Jleuenue Ha nanuenture ¢ IIBD ¢ Pirfenidone

[IpenopbuBa ce U3BBHPLIBAHETO Ha IO-HATATBIIHM M3CIEABAHUSA Ha e(QUKACHOCTTA,
eexkTuBHOCTTA U Oe3omnacHocTTa Ha pirfenidone mpu: UBbB pasnuunu ot UB®, nposiBsBaiiu ce ¢
IIb® u onpenenenu Bunose Mbb pasnuunu or Ub®, npossasamu ce ¢ IIbD. Bernpeku ye uma
JIB€ PpaHJIOMHU3HMPAHH TPOYYBAHUSA, €JHOTO € IIPEKPAaTEHO PAHO MOpaAu 3aTPyJHEHHE B
HaOupaHeTo Ha mnanueHtuTe. M fBeTe NMpoyuBaHUS ca OrPaHMYEHU OT MAJKH pa3Mepu Ha
M3BaJKaTa, KOETO BOJM JI0 JOBEPUTEIHH UHTEPBAJIA, YAUTO KPAWIa BKIOYBAT KAKTO 10134, TaKa
U BpeJa.

1.3.2. Jleuenue Ha naumenture ¢ I1I6® ¢ Nintedanib

Cnopen npenopbkute 3a geuenue Ha [PF e Hanuie ycnoBHa npenopbka 3a Nintedanib npu
narmeHTd ¢ [Ib® ce ocHoBaBa Ha JBa ryaBHU (akTtopa: 1) MMa CTATHCTUYECKH 3HAUYUMO
HaMaJlIBaHE Ha MporpecHsiTa Ha 3aboJsBaHETO, W3MepeHo KaTo roauiueH cnax Ha FVC, u 2)
HEXKEJIaHUTE peakiMM ca oOpaTHMHU C MPEyCTaHOBSIBaHE Ha JieueHueTo. TpsOBa na ce oTOenexu,
4ye eeKTUTE OT TepaIusiaTa MOXKE Jla C€ pa3iMuaBaT B 3aBUCUMOCT OT BHja Ha ocHoBHata UBb u
ye JICYeHUETO MOXKe Jla ce ocHoBaBa Ha ocHoBHaTa VBB B Obiele, HO 3acera HiAMa JTOCTATHYHO
JaHHU B IMOJKpena Ha TakbB TapreTeH nonaxod. [lopamu ce mpemopbuBa H3CiIEIBaHE Ha
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e(ukacHOCTTa, €EKTUBHOCTTAa W HEXeJTaHWTe peaknuu Ha nintedanib mpu mamuentu ¢ [1bO,
IbIDKaIa ce Ha crienuduyan Bugose Mbb.

2.4. bpaemu Hacoku nipu [16D:

2.4.1. OmnpenensHe Ha NPUYUHUTE, MOPAaW KOUTO moarpyna ot manueHTH ¢ UBb ¢
pa3IMYHa €THOJOTHS pa3BUBAT Mporpecupai u HeodparuM ¢pudpo3eH (HEeHOTUN 3a CPAaBHUTEITHO
KpaTKO BpeME€ BBIPEKH MTbPBOHAYAIHOTO JICUEHUE, BKJIIOYUTEIHO pOJS Ha TPUTEPHUTE,
TEHETUYHOTO IPEIPA3NOI0KEHUE U HA CHIOBOTO PEMOEIUPAHE.

2.4.2. Bamuaupane Ha CEpyMHHTE OMOMapkepu 3a HACHTHU(UIIMpAHE Ha IAlMCHTHTE,
u3noxkeHnn Ha puck ot IIb®D, xoero mMoxe na Oble YIECHEHO OT MPOTEOMHH aHAIM3M Ha
nepudepHa KpbB 1 BAJI 1 TpaHCKPUNITOMHU U3CIIEIBaHUS.

2.4.3. BanuaupaHne Ha KOHBOJIOIMOHHM HEBPOHHU MPEXKH (HAIp. aJITOPUTMHU 32 MAITMHHO
U JIeTailyiHO oOydeHue), pa3padboTeHu ot rojemu Habopu ot manaum 3a HRCT, xouto morar na
ObJaT TMOJIE3HM 32 paslo3HaBaHE HA MOJAENTUTE Ha 3a00JsIBAaHETO, NPOTHO3UpPAHE W
uAeHTU(UIIMpaHE HA IPOTPECcUsiTa U 3a XapakTepusnpaHe Ha ciaydaitHo otkputu NJIA.

2.4.4. TlpuopuTu3upaHe Ha W3CIEIBAHMATA, CBBP3aHU C ONpEACIsIHE Ha BPEMETO Ha
3aloy4BaHe U MOCJIE0BATETHOCTTA Ha yIoTpeba Ha aHTUPUOPOTUYHHUTE JIEKAPCTBA MO0 OTHOLICHHE
Ha Teparuara ¢ KOPTUKOCTEPOUIN U UMYHOCYIIPECAHTHU NpH pasnnyHuTe Bunose UbBD, nmpu xouto
Moke aa ce pazpue [1bOD.

IIpu Ha3HayaBaHe HA aHTHU(UOPOTHYHA Tepanus J1a ce U3MO0JI3BAT CJIeJHUTE KO/I0Be:
J84.8 /Ipyru yrouHeHH MHTEPCTUIIHAIHU 0eJ1I0APOOHU DoslecTH
J99.0 PeBmaTonana 0osiect Ha oeaust apod (MOS.H)

PecnupatopHu HapyuieHusi npu 00JiecTH, KJIacuUIHUPaAHU Apyraje

J99.1* PecnnpaTopHy HapyleHus NP Apyru 1udy3HH HapylIeHUs: Ha
CheIMHUTEIHATA ThbKaH PecnupaTopHu HapylieHHs pH:
. nepmaromuo3ut (M33.0-M33.1t)
. nosumuo3ut (M33.2t)
cuHaApoM Ha Sjogren (M35.0t)
cucTeMeH(-Ha):
Jaynyc epuremaroaec (M32.1t)
ckieponepmus (M34.8t)
rpanyjomarto3a Ha Wegener (M31.3t)

e o Q

VII. IHEBMOHMWMU ITPHU JIMIIA HAZ 18-'OAUIIIHA BB3PACT

1. OnpeneJieHue
[THeBMOHUSATA ce NeduHMpa KaTo OCTpa MH(EKIHs Ha 0e101pOOHHS TAPEHXUM, KOSTO
MOJKE J1a C€ Pa3BHE B AJIBEOJUTE W/WUIM MHTEPCTUIIMYMA U TTPOTHYA C:

* Ilone nBa OT ciiegHUTE CUMIITOMH: TEMIIEpaTypa, BTpUCAHE, OCTpa Kanuimua (chc uiau 0e3
eKCIEeKTOpalys) WM XPOHHYHA KallUIMIA ¢ MPOMSHA B I[BETa Ha XpauykKWTe, IUIEBPAIHU OOJIKH,
3a0yX.

* AycCKynTaropHHM [J@aHHUM 3a DHEBMOHMs (KpeNMTalMUM WIM KbCHU HHCIUPATOPHU
MyKaHMsI/BIaKHU 3BbHIIMBU XPUIIOBE HA OTPAHUYEH YYaCThK, OpOHXHUATHO AUILIAHE).

*  HoBu uHQUATpaTUBHU NPOMEHHU B pEHTT€HOIpamMaTa Ha TPbJHH KOIIl, 33 KOUTO HJIMa JPYro
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obsicHenue (06emoapoOeH 0TOK Uiau HHGAPKT).

2. B 3aBHCHMOCT OT IPUYHHHUTEJISI HA 3200JI5IBAHETO Ce Pa3InyaBaTt:

2.1. HWudeknno3Hu MHEBMOHNH,

2.1.1. bakTtepuaiHu MHEBMOHHH;

a) AepoOHu OaKTepuaIHU THEBMOHUU

- [MpuyraeHn oT ['paM-TIOJOXKHUTETHH OaKTepHH: IMHEBMOKOKH, CTPENTOKOKH,
cradunokoku (St. aureus)

- [Mpuunnenu ot I'pam-orpunartennu 6akrepuu: Klebsiella pneumonie,
Pseudomonas aeruginosa, E. coli, Proteus, Salmonella, Shigella

0) AHaepoOHU OAKTEPUAITHH THEBMOHUH

— [Tpuuunenu ot ['pam-nonoxxutennu aHaepodbu: Peptococcus, Peptostreptococcus,
Clostridium Perfringens

- [Mpuunnenn ot  ['pam-orpuuartennu  aHaepoOu:  Bacteroides  fragylis,
Fusobacterium.

2.2. HebakTepuaaHu MTHEBMOHUHU

- BupycHU THEBMOHMH: TPHUITHH, TIAPArPUITHU, a[€HOBUPYCH, PHHOBUPYCH

- PUKETCHO3HM THEBMOHMHM — MPUYMHCHH OT pukercuu, Kokcuena ObpHETH
(Coxiella burneti)

- Xnamuauitnu nHeBMOoHMK — npuunHenn ot Chlamydia Psittaci, Chlamydia

Pneumoniae

- Mukoria3MeHH THEBMOHUH — ipuunHeHn ot Mycoplasma pneumoniae

- [TapasutHu nHEBMOHMH — npuurHend ot mnapasuta (Plasmodium  Vivax,
Toxoplasma Gondii, Entamoeba histolytica)

- ['b0MYHM THEBMOHMHM — TpWYMHeHH OT THOMuku u Miecenn (Candida,

Actinomyces, Aspergillus)

2.3. Hewundekuno3nu mHEBMOHUH

2.3.1. TIHeBMOHMWH, IPUUMHEHH OT PA3TUIHN XUMUYHHU (PAKTOPH: Apa3HEIIN Ta30Be,
acnMpHpaHe Ha CTOMAIEH COK;

2.3.2. TIHeBMOHMWH, IPUUMHEHH OT GUZNIHU (HAKTOPH — JIbUEICUCHUE, TPABMa, TYK/I0
TSJI0 B OPOHXUTE.

3. Cnopea MACTOTO, HA KOETO € Bb3HUKHAJIA THEBMOHUSITA ce Pa3jiu4aBat:

3.1.  IlneBMOHHH, TPUAOOUTH B OOIIECTBOTO (M3BHHOOTHHYHH THEBMOHUH);

3.2. BbTpeOomHUYHM (HO30KOMHUANHM) NMHEBMOHHMM. [THEeBMOHUS, pa3Buia ce 1Ba U
HOBEYEe JHU CJe] XOCHHUTAIM3AIMs] W HECHIIECTBYBaja MO BpeMe HAa IPHUEMAHETO Ce CUMTa 3a
BBTPEOOITHUYHA.

- BenTmnatop-aconMupaHd THEBMOHHMM - Pa3BWIM C€ TPHU MAIUCHTH B HWHTEH3WBHU
OTJIeNIEHHsI, KOUTO ca OMJIM MMOCTaBEHH Ha MEeXaHWYHA BEHTUJIAIMA 3a Nepuoj noHe 48 yaca npeau
Pa3BUTHETO HA ITHEBMOHHUSATA

4.B  3aBHCHMOCT OT HAJIMYHUETO HAa npeamecTsamM 3a00JIBaHUsA  ce
pa3jinyaBart:

41. IlppBUYHM NHEBMOHUU — BB3HMKBAT MpH 3apaB Oan apod Oe3 Haimuuue Ha
Mpe/IIIecTBAIN 3a00JIIBaHUS;

4.2. BropudYHU THEBMOHHH — T€ BH3HUKBAT KaTO MOCIICIAMIIA HA IPYTO OI0ApOOHO WITH

CBhPJEYHO 3a0onsiBaHe, TpPU  CUCTEMHH 3abonsBanus. Hampumep:

- 3acToiHA IMHEBMOHMS  TIpM  JICBOCTPAaHHA ChpJCYHA HEIOCTATHIYHOCT

- MHEBMOHHS  cliesl HWH(papKT BCJEJICTBHE Ha 6emonpoOHa emOoUs

- XUTOCTATUYHA THEBMOHMSI  TpU  00E3JIBIKEHU Ha JIETJIO0 TIalMEHTH

- MHEBMOHHHM TIpU  OpPOHXUEKTA3MH, npu  CTEHO3a Ha OpOHXU
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- IMHEBMOHUH ITPU KOJAr€¢HO3H, paKOBU 3a00J1sIBaHus.

5. Cnopen J0KaJIM3aMUATA HA Bb3NAJUTETHHUS MPOLIEC Ce PAa3IHYABAT:

5.1. AnBeonapHM NHEBMOHMHM — HMMa BB3MAJCHHE Ha alBEONUTe Ha Oenmusi ApoO.
BakTepuanHuTe THEBMOHHH [10-YECTO Ca AJIBEOJIAPHH;

5.2. HWuTepcTHlManHM THEBMOHHMHM — MMa BB3MAJICHHE HAa WHTEPCTUIMyMa Ha Oenus
npo6. BupycHUTE MHEBMOHUH M0-4ECTO Ca HHTEPCTHIIUATHU.

6. B 3aBHCHMMOCT OT pa3npoCTPaHEHHETO HA Bh3NAJIMTEIHHUSA NPoLec ce pa3juyaBat:

6.1. JloGapuu (IsI0BM) MTHEBMOHUH — BB3MAJCHUETO 00XBaIla eIuH s JI0O (I1s1) Ha
6emust 1po6. [Ipumep 3a 1006apHa THEBMOHUS € THEBMOKOKOBATa ITHEBMOHMS;

6.2. JloOynapHu (OTHUINHU) — BB3MAJIUTEIHUTE NMPOMEHH HMMAT OTHUIICH XapakTep.
JloOGynapHy MHEBMOHMHU Ca HampuMmep CTaQHIOKOKOBUTE M CTPENTOKOKOBUTE ITHEBMOHUM. Haii-
yectarta (popma Ha JI0OynapHa MHEBMOHUS € OPOHXOITHEBMOHUSATA, MIPHU KOSATO BB3MAJICHUETO OT
OponxuTe oOxBara u o6enus 1poo;

6.3. CerMeHTHH MHEBMOHHMHU — BB3MAIUTEIHHS NPOIEC CE€ Pa3NPOCTPAHIBA B €IUH HIIH
HSIKOJIKO CerMeHTa Ha 6enust Apo0;

6.4. EnHocTpaHHM M ABYCTpaHHH THEBMOHUH — BB3MAJIEHUETO 00XBAIla SAMHUS WIIH U
nBara Oenm Jpooa.

7. KNIMHUYHH CHHAPOMU
1) OpoHX0-0e710p00EH CHHAPOM,
(2) (b eOPHITHO-UHTOKCUKAITMOHEH CHHJIPOM,
(3)  penrtrenonoruyeH 6enoapodeH UHPUITPAT,
4) aabopaTopHa KOHCTEIAIHs.

8. Jlmaruosa

AHaMmHe3a

du3uKaleH nperies

OO0pa3Ha 1uarHocTuka - peHTreHojoruuHo nicaensane, KT Ha Topakc u ap. Jlaboparopuu
uzcnensanus — [IKK ¢ IKK, CYE, C-peaktuBen nporeut u nip., KI'A

MukpoOHONOTHYHO —U3ClIe[iBAHE Ha Xpauyka, OpoHxo-anseosapeH JaBax (BAJI),
XEMOKYJITYpa U Jp.

CeponornyHy TECTOBE, AHTUICHHHU TECTOBE, BUPYCOJIOTMYHU M3CIEIBAaHUA —
ELISA, PCR

9. 3a omeHka Te:KeCTTAa HA MHEBMOHMHTE W pelleHHe 32 MACTO HA MPOBEXKIaHe Ha
JieyeHHeTo — aMO0y/1aTOPHO, B 00JIHMLA WJIM MHTEH3UBHO OT/eJeHHe ce M3IMO0JI3BaT CJIeHUTe
CKaJIM:

- Pneumonia Severity Index (PSI)

- CURB-65

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

- SMART-COP ckana - CUCTOJIHO apTepHaJIHO HaJsraHe, MYJITUIO0ApHO 3acsATaHe,
CepyMeH aJOyMHH, IUXaTeHa YeCTOTa, TaXUKapIus, 00bPKaHOCT, KHCIOPOaHA caTyparus U pH.
Omnpenenst HEOOXOIUMOCTTA OT XOCIIUTANIN3ALUSA B MHTEH3UBHO OT/IE/ICHHE.

10. JIeuenue
10.1. OcHOBHO JIeYCHHWE — AHTHOAKTEPHAITHO, KOCTO MOXeE Jia OBbJe EMITMPUIHO WU
€THOJIOTHYHO JICUECHHUE.

I'PYIIU AHTUBUOTULINA:
10.1.1. Pema-nrakmamnu anmuouomuuyu:
IeHUIIWJIMHYM — aKTUBHU MPEAUMHO CPEILy TPaM-TOJI0KUTEIHN OaKTepuH, cTa(UuIOKOKH
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U CTPETITOKOKH.

Kap0okcuneHMIMIMHATE ¥ YypeWJIONeHUINJIUHUTE Ca [IUPOKOCIEKThPHU TPYIH
AHTHOMOTHUIIM, KAaTo Te HMMAaT W JEHCTBHE cpelly IiceBIoMoHac aepyruHos3a (Pseudomonas
aerugenosa), kiebcuena mnHeBmMoHue (Klebsiella pneumonie) u aApyrH NpPUYHUTENH Ha
ypouHpexknuu (MH(EKIUY Ha yPOTCHUTAIHATA CHCTEMa) U MH(MEKITUU B JPYTH OPTaHU U CUCTEMH.

[MpencraButenu: okcanunud (Oxacillin), ammunumua  (Ampicillin), amMokcUIIIMH
(Amoxicillin); dbenokcumerrnnennummua  (Phenoxymethylpenicillin); kapOokcuneHuuInH -
kapoennnunuH (Carbenicillin); ypeunonennmmnuan - asnouuwnud  Azlocillin, Me3nmommmuH
(Mezlocillin), nmunepamunun (Piperacillin). KomOrnHanusi Ha MEHUIIMIMHA C HHXUOUTOPH Ha OeTa-
JaKTaMasa: aMOKCHIIWIMH ¢ Oera-imakramaseH uHxuburop - Amoxicillin + clavulanate;
aMIMUIWIMH ¢ Oera-makTtamaseH wHXuOUTOp - Ampicillin + sulbactam; numapanunun c Oera-
JakTamaszeH uHxuourop - Piperacillin + tazobactam; Tukapunus ¢ 6era-i1akramMa3zeH HHXHOUTOD -
Ticarcillin +clavulanate

Hedanocnopunn:

IupBo nokonenue: Cefadroxil, Cefazolin, Cefalotin, Cefalexin - aktuBHu cpenry rpam-
MOJIOKUTETHH OaKTepPHH, KbM KONTO MPOSBSIBAT MO-TOJIAMA €()EKTUBHOCT U MIOBEYETO Tpam-
OTPHIIATEIIHH.

Bropo nokoaenne: Cefaclor, Cefamandole, Cefoxitin, Cefprozil, Cefuroxime - moxpuar
U TpaM OTPHUIATEIHH OaKTepUH, KaTo €PeKTHBHOCTTa MM CIIPSIMO I'paM- IOJIOKUTEIHUTE € T0-
HUCKBA, B CPABHEHUE C MPEJCTABUTEIUTE OT IbPBO IMOKOJICHHUE.

Tpero mokoJenune: Ceftriaxone, Cefixime, Cefoperazone, Cefotaxime - momnusBar u
nceBgoMoHac  aepyruHo3a (Pseudomonas aerogenosa), kieOcuena, emiepuxus  KOIH,
eHTepoOaKTep, cepaius 1 APYyru.

Yerebrpro mnokojenue; Cefepime, Cefpiron - npobmwkaBar ce mo aeiicTBue 10
MPEJICTABUTEINTE HA TPETO MOKOJEHHE, HO MMAaT Mo-700pa ePeKTUBHOCT CIpsSMO OaKTepuw,
pa3BUBAIIN PE3UCTEHTHOCT.

ITero noxoJgenue: Ceftaroline fosamil, Ceftobiprole - wusmomsBar ce 3a mMeTHIMIMH-
pe3ucteHTHH mamoBe Ha St. aureus (MRSA).

(Hos - JIB 6p. 66 ot 2020 r.) KomOounupanu npenapatu: Ceftazidime pentahydrate +
avibactam sodium (Zavicefta)

B Hskou crnyuaum 1edarocopuHUTE ce MPEeArnoYuTaT Mpeln Apyrute OeTarakTaMHH
AHTUOHMOTHIIH, TTOPAIH TTO-IIIUPOKUS M CIIEKTHP HA JCHCTBHE.

Kap6anenemu - cuiHO GaKTEpUIIMIHO NEHCTBUE, KATO MAJIKUTE pa3MepHu Ha MOJICKYIUTE
UM TI03BOJIIBAT JIECHO MPOHHMKBAaHE B IpaM-OTpHIaTeNHH Oaktepuu - Ertapenem, Doripenem,
Imipenem, Meropenem.

MoHno0akTaMu - HE TMPOSBABAT AKTUBHOCT CIPSMO TPaM-TIOJIOKUTEIHU OaKTEepHH.
CrpsiMo rpaM-OTpULIATeTHH OaKTepuu MposiBsIBaT J100pa eQEeKTUBHOCT- TNpeACTaBUTEN —
Aztreonam

10.1.2. AMMHOIIMKO3UAHM AHTHOMOTHIM - IIUPOK CIHEKThp Ha JEWCTBUE.
[MpencraButenu: Amikacin, Gentamicin, Kanamycin, Neomycin, Tobramycin, Paromomycin.

10.1.3. TerpauMKJMHU - MHOTO IIMPOK CHEKThp Ha JAeHCTBHE. Te ca akTHUBHM Cpelry
PUKETCHHM, MHUKOIUIa3MH M XJaMHJAWH, TpH Opyleno3a, xonepa, Jlaiimcka Oomiect, uyma,
cniupoxetu, anaepoou.lIpencraBurenu: Minocycline, Tetracycline, Doxycycline.

10.1.4. Makpoauau - epeKThT e IPEIUMHO BbpXYy  I'PaM-TIO3UTHUBHHU
6axrepun.llpencraBurenu:  Azithromycin, Clarithromycin, Dirithromycin, Erythromycin,
Roxithromycin

10.1.5. JIunko3amMuau - W3MOJN3BaT c€ MpH  CTA(QUIOKOKOBH, ITHEBMOKOKOBH,
CTPENTOKOKOBH WHQEKIMH TMPH TEHUIWIHH-AIEPTUYHN TTalMEHTH, KAaKTO W TIPH aHaepoOHHU
undexuu. [peacraButenu: Clindamycin, Lincomycin

10.1.6. CyndonaMuan U TPUMETONPHM - CHHTCTUYHH IMPOW3BOJHU Ha Cyn(oHamMHIA.
[MpencraButenu: Sulfasalazine, Sulfisoxazole, Sulfamethoxazole.
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10.1.7. AM$eHuK0IU - MUPOKOCTIEKTHPHU. AKTUBHH Ca CPEIy PUKETCHH, CaIMOHEI03H,
JTUCTEPUH, CIIEPUXUS KOIU, cTaQuiiokoku u npyru. [IpencraBurenu: ximopamMm(eHUKoI.

10.1.8. Xunosionu (THpa3Hd HHXUOUTOpPH)- OBP30 JEHCTBHE, KOETO C€ JBDKH Ha
noTuckane cuHre3a Ha Oakrtepuannara JIHK. Ilo3BonsiBar mepopainHo jieueHHE HA CEPUO3HU
uHOekyn. ChIIECTBYBAT YETUPHU IMOKOJICHHSI XMHOJIOHW. AKTHUBHOCTTAa Ha IIBPBOTO MOKOJICHUE €
NPEeIMMHO BBPXY TpaMm-oTpuiarenaute Oakrepuu. [IpeacraBurenu: HanmmukcoBa KuCENWHA H
anano3u:Acidum nalidixicum, Acidum oxolinicum, Acidum pipemidicum. CrenBamure
MOKOJICHUS] Ca ¢ U3MECTBAaHE CIEKThpa Ha JICWCTBHE U MHOTO JoOpa akTMBHOCT cpemly ['pam (+)
pecriuparopHu naroreHu. [IpeacraButenu Ha BTopo nokoseHue (dopoxunoinonn) : Norfloxacin,
Lomefloxacin, Ciprofloxacin, Ofloxacin, Pefloxacin. XuHonoHuTe TpeTa reHepaiys ca HapeueHU
pecniupatopuu. IlpencraBurenu: Levofloxacin, Moxifloxacin, Gatifloxacin, Grepafloxacin,
Sparfloxacine. UYerBbpra reHepauus ¢uyopoxunononun —Irovafloxacin, Gemifloxacin
NPUTEKABAT MOIIIHA aHTHAHAEPOOHA aKTUBHOCT U MOI00PEHO JICHCTBHUE CPEILY ITHEBMOKOKH.

10.1.9. Umuaa3010BM ¥ TPHUA30J0BHM MNPOM3BOJAHU - AKTUBHH Ca CpeIly peaura
Oaktepuu, TI'bOMYKH, TpoTO30H. [IpencraBurenu: METPOHMIA30J; THHHUAA30J, BOPUKOHA30I,
UTPAKOHA30]I.

10.1.10. I'nuxonenmuonu anmubduomuyu - aKTUBHYU CPeIly aepOOHU U aHACPOOHU
rpaM-TIO3UTUBHU Oaktepun, METHIWIHH-PE3UCTEHTCH cTaUIOKOKYC aypeyc
(MRSA).IlpeacraBurenu: Teicoplanin, Vancomycin.

10.1.11. I'pyna na oxcazonuaunonute. [Ipencrasuren: Linezolid - cuHTeTHYHO

MPOU3BOJHO Ha okcazonuauHoHa. CBBp3Ba ce ¢ 50S-pubo3omMHaTa cyOequHHMIIA U TOTHUCKA
IIPOTEMHOBHS CHHTE3 NPEAMMHO Ha ['paM-IIONIOKUTEIHUTE MHUKpOOpraHusMu. JleicTsa
0aKTEPUOCTATUYHO CIPSAMO CTAPUIOKOKH (BKJI. METULIMIIMH-PE3UCTEHTEH S. aureus), CTepPITOKOKH
Y CHTEPOKOKH M OAKTEPHIIHTHO
— M0 OTHOIIEHHE Ha MHEeBMOKOKHU. [loBeueto I'pam-oTpuniaTelHu MUKPOOPTraHU3MU
ca PE3UCTEHTHH KBbM JIMHE30JIMJ, HO MHOro obOmuraTtHu aHaepobu (mamp. C. difficile) ca
YyBCTBHUTEIHHU.
10.1.12 Tlokasanmss 3a mnpunoxkenue Ha Ceftolozanetazobactam, 19/0.5g i.v., mpwu
BbTpeOonHnyHa mHeBMOHUS (BBII), BKIOYMTETHO THEBMOHUS, CBBp3aHa C
U3KyCcTBeHa OenoapoOHa BeHTwianus (ventilator-associated pneumonia, VAP),
KOHWTO HE CE MOBIIMABAT OT IPYTO aHTHOAKTEPHATHO JICUCHHE.
10.1.13 Tloka3anus 3a nmpuioxkenue Ha Imipenem/Cilastatin/Relebactam, 500/500/250
mg i.V., moKa3aH 3a JieYeHHe Ha Bb3PACTHH C BHTPEOOTHUYHA ITHEBMOHHS,
BKIIFOUMTEIIHO ITHEBMOHUS, CBbpP3aHa ¢ U3KYCTBEHA O0e01poOHa BeHTUIAIIS
(ventilatorassociated pneumonia, VAP); neuenue Ha B3pacTHU ¢ OaKTepUEMUS,
KOSITO Bb3HHKBA BB BPb3Ka ChC UJIH C€ MOI03Upa, Ye € cBhp3aHa ¢ BBII,
BKIIIOUMTENHO VAP; nneuenue Ha nndexuu, 1pnkamm ce Ha aepoonu ['pam-
OTpUIATEIIHA OPTaHU3MHU MPU BB3PACTHU C OTPAaHUYCHH Bb3MOXKHOCTH 32
JICYCHHE WIIA KOUTO HE CE MOBIUSABAT OT JPYro aHTHOAKTEPHATHO JICYCHHE.

10.2. MyKonuTUIM, EKCIEKTOPAHTH WIM aHTUTYCHUBA — B 3aBUCUMOCT OT BHJa KaIlIula
(BmaxxHa/cyxa)

10.3. AwnTunuperunu — npu GedpuInTeT

10.4. AHTHUXUCTaMUHU, OPOHXOIUIATATOPH — IIPH MTOKA3AHHSI

10.5. Awntukoarynanti — HMX npu nauuentu ¢ OJJH

10.6. Kwucnopomorepanusi, HEWHBa3WBHA BEHTHJIAIMS WM WHTYOAlusi ¢ MEXaHWYHA
BEHTHJIAIMS — [TPH MALIMEHTH C AUXaTeHa He0CTaThUHOCT
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VIII. AMXATEJIHA HEJOCTATBYHOCT

B Tecen cmuchi auxarenHara HenoctaTbuHOCT ([IH) € HEBB3MOMKHOCT 3a OCUTypsiBaHE
XOMeocTa3aTa Ha KHCJIOPOAa W/WIIM BBIVIEPOAHUS TUOKCH]I IIOPAJ HapyIIeH ra3000MeH B Oemus
npo0. JluxarenHaTa cucTeMa HE € B ChCTOSHME Ja OTTOBOPM Ha METAaOOJIMTHUTE HYXKIW Ha
OpraHu3Ma II0 OTHOIICHME OKCHI€HAlMATa Ha KpbBTa W/win enumuHupanero Ha CO2.
Juarnosara Ha JIH ce momo3upa mpu uM3MepBaHe Ha OKCHUXEMOIJIOOMHOBATa carypalus, HO ce
MOTBBPIKJIaBa ¢ KpbBHO-Ta30B aHanu3 (KI'A) Ha aprepuanna KpbB.

1. Onpenenenns U Kiacupukanus

Knacudukanusta na JIH ce ocHoBaBa Ha 1Ba ocHOBHU Kputepus: (I) Obp3uHa Ha pa3BuTHE
u (II) matodusznoaornyeH MeXaHU3bM.

Crnopen Obp3unaTa Ha pasButHe [IH ompenensimMe KaTo ocTpa, XpOHMYHA U OCTpa NPHU
XPOHUYHA.

Octpa IH e cbcTOsIHME HAa OCTPO HapyIIeHUE HA 0eoIpOOHHS ra3000MeH, Bb3HUKHAJIO B
paMKHTE Ha MUHYTH J10 YaCOBE WJIU JIHHU, U HETIOCPEACTBEHO 3aCTPAIIaBallo )KUBOTA.

Xponnuna JIH e cbhcTosHME Ha TpailHO cHikeHue Ha PaO2, cbc mnm 6e3 mpomMsHa B
PaCO2, pa3Buiio ce B IPOBIDKEHUE Ha MECELIU WU TOJIUHH.

Octpa npu xpoununa JIH onpenensime kaTo 66p30 3a1p1009aBaHE HA XUITOKCEMHUATA
/ XxunepKanHusTa npu 6oiaHu ¢ Xxponuusa J{H.

Cnopen mpeobnagaBamure naToQU3UOIOTUYHN MEXaHU3MHU 332 Pa3BUTHUETO € BB3MOXKHO
neduHUpane Ha yetupu tuna octpa JAH1:

1 Tun I - xunokcemuuna — Pa02<60 mmHQg — 0CHOBHOTO HapyIlEHUE € HEBB3MOKHOCT
3a aJIeKBaTHA OKCUT'CHALIMS Ha KPBBTA B Oenust Apo0 mopaar KOMOMHAIMS OT HapyIIeHU
OTHOIICHUS BEeHTUIAIUS/TIepdy3usi 1 HHTPAIyJIMOHAJICH IIBHT.

2. Tun II — penTwiaamumonna — PaCO2>46 mmHg; anBeonapHa XUIIOBEHTHJIALMS II0
pa3nuyHu TpUYMHU (TOBHIIEHAa paboTa Ha AWIIAHETO, HEBPOMYCKYJHA MATOJIOTHSA,
HapylleHa peryiamus Ha JUIIaHeTo).

3. Tun I1I — nepu-onepaTuBHA — MOXKE JIa CE ONPEIEIM KaTO MOATHII Ha THII I, HO 4ecTo €
pasriexaHa caMOCTOSATENIHO NTOpain 3HAUNUTENIHATA i YecToTa.

4. Tun IV — oK — NOCIeIUIa Ha ChbPAECYHO-CHI0BA HECTAOMIHOCT MOPAAU pasIuYHH
PUYUHH.

CrpykTypHO-aHaTOMUYHa Kiacudukanuss Ha ocrpara xumokcemuuyna JIH cnopen
JOKaJau3alMaTa Ha OCHOBHMS MaTojoruyeH mnporec2: (1) umHTepcTHLUMYM — (Hampumep HpHU
aJlepruyeH ajBeoJUT, BUPYCHA WIM ,,aTUNUYHA~ THEBMOHUS), (2) AMXaTeNHM NObTULIA —
(HampuMep IpH OCTpa WM XPOHMYHA OOCTPYKTHBHaA OenoapoOHa matosorus), (3) anBeonapHH
IPOCTPAHCTBA — KapJAMOTECHEH WJIM HEKapAHOTE€HEH OenoJpo0eH efeM, ITHEBMOHHMS, ajBeojapHa
xemoparus u (4) cupie/benonpoOHa ChAOBa Mpeka — OCTbp HIM XPOHUYEH OenoapoOeH
eMOO0JIN3bM, ChP/ICYEH WIM WHTPAyJIMOHAJIEH IIFHT. TO3M MOAX0. MMa ONpeesieHH MPEANMCTBA
3a KJIMHUYHATa OpHeHTalus mnpu ocTtpa xunokcemuyHa JIH. HesaBucumo oT mpuuuHHMTE 3a
pPa3BUTHETO W OCHOBHOTO HapylIeHHe € KOMOWHAIMs OT HEeCHhOTBETCTBHE HAa BEHTHJIAIHATA
cnpsMo rnepdy3usTa Ha ajJBEOJMTE W JSICHO JIAB IIBHT C HapyIIeH ra3000MeH Ha KHCIOpoJa,
BBIJICPOTHUS TUOKCH]] WJTH U JIBETE.

[Ipn xunokcemuynara ocrpa IH (Tun I) HHTpanyIMOHaIHUAT WIBHT € OCHOBHA IPUYHHA
3a apTepHajHa XUIOKceMHUs, pepakTepHa Ha Kuciopogorepanus aopu ¢ FiO2=1.0. Haauuuero
Ha 30HU C HUCKH OTHOIIEHUS BEHTUJIAIM/Iepdy3Hst € ¢ Mo-MaJko 3HaueHue (OCBEH KOraTo Te ca
6mu3o 10 0) u ToBa He € mMpobieM 3a KOpUrHpaHe Ha XUMokceMusitTa. OCTpHAT pecrnupaTopeH
nuctpec curapom (OPJIC) e Haii-TeXKOTO HapyiieHne B ra3oo0MeHa. TpuTe CTeneHn Ha TEKECT
ce omnpenensaT ot otHomeHnuero PaO2/FiO2.

IIpn BenTunanmonnara ocrpa JIH (tun II), npyurHeHa OT NOTUCHAT CTUMYJ 3a JULIAHE
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(LeHTpalHa HEpPBHA CUCTEMA) WJIM HapyLIeHa HEBPO-MYCKYJIHA CUHXPOHH3AllMs, HEealeKBaTHOCTTa
Ha oOmIara ¥ ajBeoJlapHa BEHTUJIALMS BOIHU 10 3aApbkka Ha CO2 W XunepKamHus, ¢ napajiesHo
cHiwkeHne Ha PaO2, KoeTo J1eCHO ce KOpUTupa C KUCIOpoaoTepanus. XUIEepKaHUs € 4ecTo
cpemana npu OenoapoOHHUTE OONecTH ¢ OpoHXHMalHA OOCTPYKIHUS M “‘moxa0eHa” BEHTUIIALUS
(moBumeno VDS/VT).

IMepu-oneparusua ocrpa JIH (tum III ocrpa TH) Bb3HHKBA B IIEPU-ONICPATHBHUS IEPHOJT
MpU MALKUEHTH HU3KIIOUUTEITHO TMPEApPa3NoNioKeHH KbM aTesiekTaza. HapyiieHata mexaHuka Ha
kopemHata creHa HamaimsiBa POK3 mox yBenumyeHuss obem Ha 3arBapsHe4,5 W BOAM 10
MIPOTrpeCcUpall] KOJIANcC Ha MOJIeKAIIUTE OeT0IPOOHN SIUHHIIM C ITOCIIEIBAI0 pa3BUTHE Ha THIT |
wnn tun Il octpa JIH, kxaro yecTto ce chbueTaBarT W JBETE HapyuieHHs. ATeleKra3ara €
OTJIMYMTEJICH MEXaHU3bM 3a BB3HMKBAHETO Ha Tmepu-omnepatuBHa octpa JH u mepku 3a
MIPEI0TBpATABAHE HA aJIBEOJAPHHMS KOJIArcC ca 0COOCHO BaKHU B IOBEICHUETO.

Yact ot mauuentute ca 0e3 3HauuMu OenoapoOHU mpobiemu U He ce BrucBaT B Tun I, 11
wim lII octpa JIH, HO ca umHTYyOMpaHM C MOANOMAaraHe Ha JUIIAHETO IIPU OBJIAJSABAHE Ha
ChCTOSIHME Ha xumonepdysus U xemoauHamudHa HectabuwinHocT. ToBa e Tum IV ocrpa IH,
CBBP3aHa HA-ueCTO C KapJAUOTE€HEH, XUITOBOJIEMUYEH WJIU cenThuyeH oK. [larmenture oduuaitno
ca C TaxuIlHEs, C HapyILIEeH CUHXPOH Ha auiaHero. Llenta Ha moarmomMaraHeTo Ha AMIIAHETO €
crabwin3upaHe Ha ra3oobmeHa B Oenus ApoO, HaMaJeHHWE HATOBApPBAHETO W BHUCOKATa
KHCJIOPOJIHA KOHCYyMallMsl Ha JUXaTeJHaTa MYCKyJaTrypa, KakTo M NpPEeJOTBpaTsIBaHE yMmopaTa i
IPY 3HAYHUTEITHO HaMaJICHUs ChpJieueH 1eouTo,7.

XPpOHMYHA IMXATEJHA HEJOCTATHYHOCT

Ts e mocneauiia Ha XpoHUYHU Oen0IPOOHN 00JIECTH, ¢ TPaiHU HAPYIICHHs B ra3000MeHa,
HEBPO-MYCKYyJHA MAaTOJOTrusi, OOCTPYKTUBHA ChbHHA anHes Wiu JaedopMaiius Ha TPbIHUS KOII.
Xpoununata JIH € cCbCTOSIHME HAa TATOJIOTMYHO PABHOBECHME MEXKAY HATOBAapBAHE
(CBPIIPOTUBUTEIHO, €IaCTUYHO — Os1 Ipo0 M TphAHA CTE€HAa, MUHYTHA BEHTWIALMA) U CWJIa Ha
JuXxareiaHaTa MYCKyJaTypa, BKJI. KOHTPOJI Ha JuIllaHeTo. MHOKECTBO MaTOJOIMYHU IPOLECU
(GenmopobHM M M3BBHOENOAPOOHM) MOraT Ja JIoBeJaT 0 HapyllaBaHE HAa TOBA pPaBHOBECHE U
pa3BuTHE Ha ocTpa Ipu xpoHudHa /IH.

ITpu noBeueTo GenopoOHU O0JIECTH, HE3aBUCUMO OT JIOKAJIM3AIUATa Ha MTpeodiiaiaBaliuTe
NATOJIOTUYHU MPOMEHHU B Oenust Apod (IMXaTeNHU MBTHUIA, UHTEPCTULIMYM, AJIBEOJIH), OCHOBHA
OpUYMHA 3a apTepHajHa XHUIOKCEMHs € HapyIIeHOTO OTHOILIEHHE BeHTHIAlus/mepdy3us
(OVA/QC). MuoxectBo 30uu ¢ BHcOko VA/QC (“moxabena” Bentwmamus - [IVDS/VT)
JIOTIPUHACAT 3a pa3BUTHETO Ha xwumnepkanHusa. Hapymenata nudysuss Ha rasoBere € OT
BTOPOCTETICHHO 3HaueHue 3a oOMsiHaTa Ha KHUCIOpoja — Hai-Beue mpu OenoapoOHa ¢udposa u
pasnpoCTpaHeH JAeCTPYKTHUBEH eMpu3eM.

Octpa npu xponnuna JIH

Octpo BnomaBaHe Ha AuxaTenHara (GyHKOMs rnpu xpoHuuHa /IH HacTbmBa B pe3yarar Ha
BB3/IEHCTBUETO Ha €MH, HO MI0-4€CTO MHOKECTBEHH NMPOBOKUpaIy (akropu (Tadi. 1).

BaxHo e ma ce uma npenBuj, 4e onpeaessi GakTop 3a pa3BUTHETO Ha OCTpa PU XPOHUYHA
JIH e ymopa Ha HMHCIUpaTropHaTa auxarenHa Myckyiarypa8. OCHOBHa NpHUYHMHA 3a TOBa €
MIOBHIIICHOTO HATOBapBaHE Ha UXaTellHaTa CUCTeMa TopaIy HapylieHa MeXaHuKa Ha TUIIaHeTO —
OpoHxMaiiHa OOCTPYKLMS W/WIM YBEJIWYEHO €JIaCTUYHO HaToBapBaHe (0enonpoOHO, Ha TpbaHA
CTEeHa).

Hamanena crumynanus Ha JAMIIAHETO € NpUYMHA 3a ocTpa npu xpoHuuHa JH npwu
OTHOCUTEIIHO MaJika yacT oT OomHute. ToBa oOuuailHO ce HaOJOJaBa B YCIOBHSTa Ha
JeKapCTBeHAa WM aJIKOXOJIHA MHTOKCHKAIMs, WIM cequpaHe. Bb3MokHA NMpUYMHA € U CKPUT
XUIMOTHPEOUN3BM, TIPH MTO-BB3PACTHH MMAIUEHTH, 0cO0EHO KeHH. V3KIIfoueHne ca ciyqanTe ¢ He
JMarHOCTUIIMPAHO HAPYIIEHNE Ha JUIIAHETO 110 BpEME Ha ChH.
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Ta6um. 1. [Ipuawan 3a octpa npu xporudna JJH

e bponxobenoapodbHa nndekims (OponxuanHa / mapeaxumua) bakrepuanna; BupycHa

e benonpober TpoMOeMOOIN3BM

e JleBokamepHa ChpjeuHa HeJOCTaThYHOCT OCThp MH(DAPKT HA MHOKap/Ia
Hekontponupana aprepuaina XUNepTOHUS U PUTHbMHU HapyIICHUS

e JlekapcTBEHO 00YCIOBEHH
CenaTMBHM M AaHTUXHCTAMHHOBH MpENapaTu

e [IneBmMoTOpaKc

e HekoHTposnnpaHa KUCIOPOAOTEpANUs

e [loBumenu Bentuwiaropuu n3uckBanus Cencuc; bTE; BerioexunpareH nu3imirmk;

e KopeMHa xupyprusi, raCTpo-UHTECTUHAJIHA XEMOParus

2. Jluarosa

Huarnozata Ha JIH ce ocHoBaBa Ha aHamMHe3aTa W KJIMHMYHATA KapTHUHA, U Ce
MOTBBPKJIaBa ¢ KpbBHO-ra3oBusi aHanu3 (KI'A) Ha aprepmanHa kpbB (IIpM HECHOTBETCTBHE C
KIMHUKAaTa JOCTOBEPHOCTTAa Ha U3CIEABAHETO Ja C€ KOHTPOJIUpa 4Ype3 CpaBHSABAHE Ha
carypauusta or KI'A ¢ HeMHBa3MBHO M3MepeHaTa). BakHu KiIMHUYHU Oenne3u ca HapylIeHHs B
TUIIaHeTO (TaxumHes, IUCIHes), Halu4Hhe/TuIca Ha TMPOMEHM B Ch3HAHHETO (BB3OYyHA,
00BpPKAHOCT), BB3MOXHOCT 3a pa3roBOp, IMaHo3a (MOXKE Ja JIMICBA), XEMOAMHAMUYHA
HecTaOumHocT. TexecTra Ha CHUMITOMAaTHKaTa HE BHHArd KOpelHpa CbC CTENEeHTa Ha
otkioneHusita B K['A u Toit e mbpBOTO 3aabDKUTENHO u3chensane. [lopaau pa3inuvHOTO
MOBe/IeHHE € He0OXO0IMMO TbPBOHAYATHO OBP30 pelIeHne Janu ce kacae 3a octpa (tun [-1V) unu
octpa npu xpounyHa JIH. bbp3ara opueHTamus 3a Bb3MOKHUTE TPUIHHHA C OTJIC]T HEOTIOXKHUTE
JTUArHOCTHYHU U3CJIE/IBAaHUS € YCIOBHE 32 YCIEIIHO JICYSHHUE.

3. IloBenenue

[lle Obae QokycupaHo BHUMAHHETO BBHPXY OBIAAIBAHETO HA HApYyIIEHUATA B
0eopoOHUs Ta3000MEH — KOPUTHPAHE HA XUTIOKCEMUSITA U/WIH XUnepKkanHusata. KoMriekcHOTo
nedeHre (MaTOreHeTUYHO U CUMIITOMATUYHO) HAa IPUYUHUTE 32 PA3BUTHETO U MPOTPECUPAHETO HA
JH wnm va OPJIC He e 00eKT Ha HACTOSIOTO U3JI0KECHHE.

3.1. OcTpa AuxaTeTHA HEAOCTATHYHOCT

IToBeneHneTo 3aBUCH OT TOBA JAJH CE Kacae 3a XMIOKCEMUYHA TUN | Wiy BEeHTHIIAaMOHHA
tun Il octpa AH. Ilpu BentunamnuonHa HenocrarbyHocT (BH) u anBeonapHa xumnoBeHTHUIAIMS
oOuyaifHO peHTreHorpadusTa Ha Oenus ApoO He MOKa3Ba OTKIOHEHHsS OT Hopmarta. Yecto ce
HaOmonaBa BH npu octpa u xpoHuuHa OenopoOHa MatojoTus ¢ OpOHXHAHA OOCTPYKIHS U
octpa npu xpoHuuHa JIH — «mmoxabeHa» BeHTHUJIAlMs BBIPEKU MOBHUILEHHUS CTHUMYJ 3a JHILIAHE
(actma, XOBB). ToBa koHTpacTHpa ¢ KIMHUYHUTE U PEHTI'€HOBU MPOMEHU IpH TN [-BU ocTpa
JH, mocnenuna Ha anBeonapHo aHraxupane (mHesmonusi, OPJIC, anmBeonmapHa xemoparus,
KapJIMOT€HEH 0eJ10/Ipo0eH eaeM U Jp.).

Kopekuust Ha xunokcemusita npu I-Bu Tum octpa JIH e HeoTnoxkHa HEOOXOAUMOCT U
uznuckBa BHucoko FiO2 (= 0.5) BbB BaumiBaHaTa razoBa cMec. CuctemMuTe 3a IOJlaBaHE Ha
KHCJIOPOJ HE BUHArM MOCTUTaT jKeJaHaTa KUCIOPOJHA KOHIIEHTpauus B Oenust ApoO, KOATO
3aBUCH OT OesnospoOHaTa BeHTuianus (tadu. 2). Korato kopekmusata Ha xurnokcemusita (Sa0O2
>90%) mo TO3M HAYMH € HEBB3MOXKHA C€ MPHUCTBIIBA KbM IOJANOMAaraHe Ha JUIIAHETO —
HEMHBA3MBHA BeHTWIalWsa ¢ no3uTuBHO Hajsrane (HUBIIH) wnm nvHBa3uBHA BEHTHJIALUS.

[Tpunoxenunero Ha HUBITH npu He3amoBoaMTEIHA KOPEKIUS HA XUIIOKCEMHUSITA C JIUIEBA
MacKa € ¢ HECUT'YpHO MPEIUMCTBO IO OTHOIIEHUE HEOOXOJUMOCTTa OT TOCe/IBalla HHTYOAIus9.
Jleyenune ¢ kucmopos ¢ BUCOK neOUT (10 60 j1/MUH) Upe3 Ha3adHa KaHIOJIA € alTepHaTHBa C I0-
no0pH pe3ynTaTd, BKI. OT T€3W MPHU JICUCHHE C KOHBEHIIMOHATHA KHCIOPOAOTEpAIus WU
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HUBIIH, 3a xopekius Ha XUMOKCEMHsITa M M30sATBaHE Ha €HIOTpaxeadHa mHTyOamms. ToBa e
OCHOBaHHWE IMO/aBaHETO HAa KHCIOPOJ C BHUCOK AeOUT ¢ Ha3allHA KaHIOJNA J1a ce Mpenopbhya Karo
CPEeICTBO Ha IBPBU M300p TpH marueHTuTe ¢ octpa xunokcemuuna JIH. HUBITH moxe ma
OBJIaJiIce CBHCTOSIHMETO M Ja c€ H30erHe HWHTyOanusTa npH MOAOpPaHH NAIMEHTH C OCTpa
xunokcemuyna JIH, 6e3 xemoauHamMuuHa HECTAOWJIHOCT WM JIUCHYHKIUS Ha LHC, U 0e3
HEOOXOAMMOCT OT MPOTEKIIUS HA AUXATECITHUTE IBTHUIIA.

Tabn. 2. IHTpaTpaxeaina KUCIOPOIHA KOHIICHTPAIIHS C Pa3INYHU CUCTEMH

Cucrema 3a mojaBame MpeasugeHo TpaxeanHa kounenrpanus Ha O2
Ha KHCT0POA F102 CIoKO#HO JHITaHe XunepBeHTHIALMS
Hazanna “Buimma”
3 n/mun 0.3 22% 23%

10 n/mMuna >0.5 46% 30%
JInmeBa macka

10 n/mun 0.6 53% 41%

15 /mun 1.0 68% 50%
Macka Venturi

4 n/mMuH 0.28 24% 21%

8 n/MuH 0.40 36% 29%

[Tonmomaranero Ha aumaHeto npu tun [-Bu octpa JIH uma Hskonko cnenuuynu nenul,
pasmuuHu oT Te3u npu T [I-pu. Te Brmousat: (1) ctabunm3upaHe Ha MalMeHTa B YCIOBHS Ha
MUHUMaNHa paboTa Ha JuiiaHeto; (2) oOauIIBaHe C MHHHMAIHUS 00€M, OCHUTYpsIBaIll
enumuHupane Ha CO2; (3) noOaBsHe Ha Bb3MOXXHO Haii-mankoro PEEP 3a mocturane na SaO2
>90% mnpu HerokcuuHu HuBa Ha FiO2; (4) mommbpskaHe Ha XeMOJWHAMHKATa MpPU Hal-HUCKO
MyJIMO-KallWJIsSpHO HaJsraHe, HO aJIeKBaTeH CbhbpjeueH AeOUT, 3a HaMajsiBaHE Ha aJBEOJapHUs
eleM.

Tun II-pu octpa JIH, mocneguna Ha NMOTUCHAT CTUMYJ OT II.H.C. WM HAapyll€eHa HEBPO-
MYCKyJIHa BpB3Ka, H3MCKBA OCHIypsiBaHE Ha aJeKBaTHAa BEHTWJIAIUS (HEMHBa3uWBHA WIIU
uHBa3uBHa). Kopekiusara Ha XxunokceMmusara He € npoljeM U oOuyailHO ce MOCTHra ¢ HEBHCOKa
KHCJIOPO/IHA KOHIIEHTpauusi B ra3oBata cMmec. Korato mnpuumnara 3a BH e Oponxuamna
o0cTpyKuMsl (TEXKbK aCTMAaTH4YEH MPHUCTBI, OPOHXUOJUT) BEHTUJIATOPHUSIT PEXUM LIEIU
muHuMu3upane Ha PEEPi 10 oBnagsBaHero Ha oOOCTpyKuMATa C OpOHXOAMIATATOPH U
KOMILIEKCHO JIEUEHUE.

3.2. OcTpa npu XpOHUYHA TUXATEHA HEOCTATHYHOCT
IloBenenuero ce ompezaens OT €CTECTBOTO Ha IAaTONOruATa, Bojewma 10 XxpoHuuyHa JIH wu
NPUYMHUTE 3a pa3BUTHE Ha ocTpa npu X/IH, cTenenra Ha Xumokcemus, JUIca/HaIuunue U TEXKECT
Ha xunepkanHusaTa. Heo6xoanma e 6bp3a olieHKa Ha Bb3MOXKHOCTUTE 32 KOHCEPBATHBHO JICUEHHE
WJIM TIOKA3aHMATA 34 NOAIIOMAaraHe Ha JIMIIaHeTO — HEMHBA3WBHA WM NHBAa3WBHA BEHTHJIALIMS.

3.3. Kucaoponorepanus

(U3wm. - 1B, 6p. 66 ot 2020 r.) Kucnoponorepanusra e mbpBaTa CThIKA B IMOBEICHHETO
npu Te3u OOJNHHM, oOlle MNpeaud ApYyrd HEeOoOXOIWMH IUarHoCTMYHU mnponeaypu. llenra Ha
KHCIIOpOJIOTepanusiTa € NoAabpkaHe Ha caTypanus >90% npu ageKkBaTHO HUBO Ha LIUPKYJIHpAIL
xeMorsIo0nH. OCBIECTBABAHETO M € BB3MOXKHO C Ha3aJeH KaTeThp ¢ NeOMT Ha Kucioponaa 1-5
7/MUH WM Macku tun Venturi, ocurypsBamm FiO2 0,24 — 0,40 BpB BAMIIIBaHATa ra3oBa CMeC.
N360pbT Ha mTOAaBaHATa KUCIOPOAHA KOHIICHTpAIMs C€ Oompeaens OoT mpuumHata 3a XJIH,
TEXECTTa Ha XUIIOKCEMUATA U CTEIEHTA Ha XUIIEPKaIlHUs Koraro € Haiuie. Kucinoponorepanusrta
TpsiOBa Ja ce TUTpUpa BHUMATEJIHO MpPH HAIWYHA 3aJpbKKa Ha BBIJIEPOACH AMOKCUI 3a
nocturane Ha SaO2 ot 88% no 92%. [Ipu XOBb nppBOHAYaIHOTO MPUIOKEHUE HA KUCIOPOJ
Ha3zaJHO ¢ 2 J/MUH B IIOBEUETO ciy4yau € ajJekBaTHo. llorpemrHo e cxBalmlaHeTo, 4e MpH
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ManUuCHTUTE C OCTpa IMPHU XPOHHUYHA ,Z[H € BAXCH XUIIOKCHUYHHUAT CTUMYJ 3a AUIIAaHC WU TOBa €
4CCTa MprUYrHa 3a HCAACBATHA KUCIIOPOAOTCpAIIUs. PucksT o1 KHCJIOpOTCpanudaTa € B 3SHAYUTCIIHA
CTCIICH IPCYBCIIMYECH U € YECTa IPUYMHA 34 BBE3ABPIKAHE OT KMBOTO-CIIACABaIO JICYCHHUC. gﬂ
MO3KE 13 Ce 3a1bJ00YH BhIIPEKH KHCJIOPOJA0TEPANUATA, HO He OPaJaH Hesl.

3.4. llonnmomaraHe Ha TMIIAHETO

Ilenta Ha HaA4amHOTO JeyeHHME Ha ocTpa npu xponuyHa J[H e nma He ce nomycHe
MPOTPECUPAHETO W 10 HEOOXOAMMOCT OT MOJNOMAaraHe Ha JWIIAHETO 4Ype3 EHIOoTpaxearHa
uHtybanms. [lokazana e edextuBHoctta Ha HUBIIH, koATOo MoOXe pga mnpenoTBparu
HEo0X0AuMoCTTa OT MHTYyOauus B 10 75% oOT cinydaute npu mokazanu O6omuul2 [lonacrosmiem
HUBIIH ce npenopbuBa Kato mbpBH U300p HA MOBEACHUE MpH TexKa ek3arepoarus Ha XObb ¢
octpa npu xponmuna JIH12,13. HUBIIH mnomoOpsiBa pecnuparopHaTa ammao3a, HamassBa
paboTaTta Ha IUIIAHETO, yMOpaTa Ha JuXaTellHaTa MyCKyJaTypa M TeXecTTa Ha AucrnHesTal3 .
['onsim Mera-aHanu3, BKJIIOYBall 14 mpoyyBaHus HpU MALMEHTH € ocTpa mnpu XxponuuHa J(H
I0Ka3a, 4€ Heycnex OT JEeYeHHeTo € 3HauutenHo no-manbk ¢ HUBIIH B cpaBHenue c
koHcepBatuBHOTO Jedenne (RR 0.48; 95% CI 0.37, 0.63), ¢ 48% e HamaneHa CMBPTHOCTTA U C
60% nyxnara oT unrybanusl4. Buumarennust noagbop Ha OonHuTe (BX. Tabn. 3) e ycrnoBue 3a
ycnexa Ha npunaranata HUBITH 3a octpa mpu xponuuna JIH15.

Ta6n. 3. Kpurepuu 3a mogdop na HUBITH 3a octpa npu xponuuna J[H

Moaxoasiima 1MAarHo3a ¢ NOTEHUMAJTHA 00PaATUMOCT
IIpenierka HEOOXOAUMOCTTA OT MOANIOMAraHe Ha IUIIAHETO
YMepeH 0 TeKbK PeclupaTopeH IUCTpecC
Taxunues (A4 > 24 / mun)
Ynorpeba Ha crioMaraTesH MYCKYJIM MM a0IOMUHAJICH MapagoKe
Texxku otknonenus B KI'A
pH <7.35, PaCO2 >45 mm Hg, unu PaO2/FiO2 <200
H3ki0ouBaHe Ha NauMeHTH ¢ nporuBonokasanus 3a HUBITH
Croupane Ha AUIIAHETO
HectabunHo chcTosiHMe (MIOK, HEKOHTpoJMpaHo kbpBane ot I'U tpakr,
HEKOHTPOJINPaHa apUTMHUSI
HeBb3MOXKHOCT 32 Mpe/na3BaHe Ha JUXATEHU IbTHINA (CKIIOHEH acITUpaIyst
OO0wtHa exceKTopanus (CeKpernn)
HeBBb3MOXKHOCT 32 CHTPYJHHYECTBO WK BB30Oyna He
MOJKE JIa ce aJlanThpa Mackara
CkopoliHa onepanys — TOpHH JUXaTeTHH TbTHINA, TACTPOMHTECTHHAITHA

FiO, — dpakiust Ha BaumBanus kuciopoxa; PaCO; u PaO, — mapuuaiHo HajasiraHe ChOTBETHO Ha
BBIIIEPOAHHS JBYOKHC M KUCIOPOIa B apTepHUaIHaTa KPbB;

HHBIIH He BuHaru € ycnemniHa npyu BCUYKM NaUEHTH. BakHa € CMHXpOHU3anusaTa Ha
naruenta ¢ HUBITH, xosiTo 3aBUCH OT MOAXOAIIOTO TPUTepHpaHe Ha BIUIIBAHETO, Obp3UHATA
Ha HapacTBaHE Ha HAJSTaHETO W LMKJIMPAHETO Ha BAMILIBaHE/W3aulIBaHe. JloOBbp OTroBOp OT
IIPWJIOKEHUETO W € HaJMIIE NPU CIaJaHe YeCTOTaTa Ha AMIIAHE U Ta3u Ha ChpJeyHaTa AEHHOCT,
KaKTO W cyOeKkTHBHaTa MpeleHka Ha OonHus. M30darBaHeTo Ha eHJoTpaxeajaHa HHTYOALUs
IIOYTH BHMHArW 3aBUCU OT TOYHATa INpELEHKAa HAa INPUYMHUTE 3a ocTpa npu xpoHnuHa JIH u
MEPKUTE 3a MPEOJOJIABAHETO ¥ C KOMIIJIEKCHOTO JICUCHUE.

Bbrpeku akTUBHO IIpoBekaaHOTO JieueHue, Bxil. HUBIIH, npu yact ot nanueHTure nporpecupar
CUMITOMUTE U OeNe3nTe Ha PECTIMPATOPHHUS AUCTPEC, C HapacTBaIlla XUIIEPKAITHUS 1 3aIlJIalBall0 CIIUpaHe
Ha JnuiuaHero. ToBa Hajara mpeleHKa Ha TMOKa3aHUsITa M Bb3MOXKHOCTHTE 32 MHTYOAaLMs M MeXaHHYHa
BeHTHIIAIus (Tad. 4).
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Ta6m. 4. WHmukanum 3a WHBAa3WBHA MEXaHWYHA BEHTWIANMSA TIpH oOCTpa Tpu XxponmyHa JIH
(Moaupurmpano nottt

Pemennero ce B3ema mpH JIETJIOTO Ha OOTHUS
. He Tonepupa HUBIIH wiu veycnex ot HUBITH
. Criupane Ha TUIIaHETO WIH ChpJedHaTa JeHHOCT
3. Benesu na nporpecupama JJH
YecToTa Ha TUIIAHETO HaA 35/MUH
Bromagarma ce Taxukapawst win opagukapaus <50 B MUH
Texkka quCTIHES ¢ IPOABIDKABaIIa yIoTpeda Ha crioMaraTeHaTa MycKynarypa
JKusorozacrpammasamia xunokcemust (PaO2 < 40 mm Hg nnmu PaO2/Fi02 <200 Texka auunosza (pH
<7.25) u xunepkanuus (PaCO2 >60 mm Hg)
4. KT'A He € 0T IbPBOCTENEHHO 3HAUYEHHE TP B3€MaHE Ha PELICHUETO ¥ 00MYAaiHO CaMO IMOTBbPIKIaBa
KJIMHUYHATA OLIEHKA
. BriomaBane Ha MeHTanHuUs cTaTyc, 3aryda Ha Chb3HaHHUE
. llpuapy-xaBaia xeMoJUHAMAYHA HECTAOMITHOCT WITH HEBB3MOXKHOCT 32 MMPOTEKINS Ha TUXATEITHUTE
MBTUIIA

N -

o O1

AoOcomoTHata crtoiiHocT Ha PaCO2, u3onupaHa OT KIMHUYHATA TPELEHKA, HE € 0COOEHO
MOJIe3HA MpHU pelieHueTo 3a uHTyOanus. Mma nanuentu, kouto u npu PaCO2 or 8§0-85 mmHg
OCTaBaT aJICKBAaTHU M CHTPYIHUYAT 32 JICUCHHUETO, C BH3MOXKHOCT 32 OBJIA/sIBAHE HA ChCTOSHUETO
u u3bArBaHe Ha wuHTyOamusTta. llpu [Opyru mnDamueHTH [OUIIAHETO CHUpa MHOTO Mpeau
MIPOTPECUPAHETO HA XHUIIEPKAMHHUATA JO TE€3UW CTOMHOCTH, a MOJIE3HH 32 PEIICHHETO KIMHUYHH
napaMeTpH ca YecToTa Ha JAMIIAHeTO (CHUIIHO MOBHILEH CTUMYI), Ch3HaHUE U TUN aAuinaHe. Korato
ce npunara HVBIIH nipu Te3u mauueHTH MmMa 3HAYUTENIEH PUCK 3a MOJLUECHIBAHE HA KIMHUYHATA
HECTaOUJIIHOCT M € HeoOXOJUMO MOBHIIEHO BHMMaHue. ToBa ca JuIla ¢ MHOTO MajdbK ThKaHEH
KHUCJIOPOJIEH pe3epB, HaMaJleH LUpPKyIupaln] o0eM (HUCBK CbpJEYEH JIE€OMT) U BHCOK PUCK 3a
CIIUpaHe Ha ChpJeYHaTa IEHHOCT aKo He OBIaT CBOEBPEMEHHO UHTYOUPaHH.

3.5. Ibarorpaiina KMCJI0pogoTepanus

[IpoBexxmaneTo Ha IBATOTpaiiHA KUcIopoaoTepanus (>15 4 B EeHOHOINUETO) B IOMAIIHU
yCIOBUS IIpU NAuueHTH c XpoHWuHa JIH M TeXka XWIOKCeMHs IpU IOKOM yBeaudaBa
NPEKUBIEMOCTTa U MMOA00psiBa mporHo3aral6. ToBa e 0Oe3cOpHO YCTAaHOBEHO 3a OOJHHUTE C
XObb u JIH.. Pemenunero 3a mpuiiaranero i ce 6a3upa Ha JABYKpaTHO u3MmepBaHe Ha PaO2 B
paMKuTe Ha 3 ceMULIM ITpH cTabuiieH nanuent. [lokazanusTa 3a JoMaIIHa KMUCIOpOI0Tepanus ca:

1. PaO2 <55 mmHg (7.3 kPa) mnmu SaO2 <88%, cbc niam 0e3 XHUIEpKamHus,
MNOTBBPAECHO ABYKPATHO

2. Pa02 >55 mmHg (7.3 kPa) Ho <60 mmHg (8.0 kPa) unu SaO2 88% ako e nHamure
MyJIMOHAJIHA XHUIIEPTOHUS, MNepudepHu OTOLUM (3aCTOMHA CbhbpAEYHA HEIOCTATHhYHOCT) WIIHU
MOMUIUTEMHS (XeMATOKPUT >55%).

JbarorpaitHara kucinoponotepanus (>15 4) nmogobpsiBa npexussiemoctra nmpu XOBb ¢
JIH noctoBepHO noBede B CpaBHEHHUE C MOJAaBaHE Ha KUCJIOPOZ caMmo npe3 Houral7,18, mopagu
KOETO MOCJIEAHOTO HE Ce MPEenophyBa.

JlbarorpaiiHa KMCIOpOAOTEpAIIUs MOXKE Jja CE€ NMPOBEXJA C KUCIOPOAEH KOHILIEHTPATop,
OyTHJIKa C KMCIIOPO/ MO/ HAJIsITaHEe WIIM BTE€YHEH KUCIOPO/I.

Beeku oT moaxoauTe MMa CBOM IPEAMMCTBA M HEIOCTATbhLHU, KaTO U300PBT Ce€ MpaBH OT
MyJIMOJIOT B 3aBUCHUMOCT OT HAJIMYHUTE TEXHUYECKH CpEACTBA, KOUTO [l OCUTYPST
IPOABIDKUTENHOCTTA. [[BroTpaiiHaTa KMCI0OpOAOTEPANUs IPOMEHS NPOTrHO3aTa MPH MAaLUEHTH C
XOBb u He 6uBa na ce pas3riexaa KaTo MaMaTUBHA WM CHMIITOMAaTUYHA TPUKa 32 TAX.

3abenesrcka:

Jleyenuemo c nepaspewienu 3a ynompeba 1exapcmeeru npooyKmu ce usgbpuléa npu yCiosusma u no peo, onpeoeieHu
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¢ Hapeoba Ne 10 om 17 noemspu 2011 e. 3a ycrosusma u peda 3a ieyeHue ¢ Hepaspeulenu 3a ynompeba ¢ Penybnuka
Buvaeapus nexapcemeenu npodykmu, Kakmo u 3a YCLo8usma u peda 3a 6KIo4eane, NPOMeHuU, U3KIoueane u 00Cmagka
Ha JeKxapcmeenu npooyKmiu om Cnucvka no ui. 266a, ai. 2 om 3axona 3a 1ekapcmeenume npoOyKmu 8 XyManHHama
meouyuna (06n. [{B 6p.95 om 2.12. 20112., don. IB 6p.24 om 12.03. 2013 2.) Ha munucmvpa Ha 30paseonazsanemo.
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