dapmako-TepaneBTHYHO PHKOBOJICTBO IO

NMHEBMOJIOTHS ¥ (PTHU3HATPUA
Bobarapcko JApyxecTtBo no 6e1oapooHu 6oJiectn

I. bpouxuaJsiHa actma

Onpeoenenue

AcTtMara e XeTeporeHHo 3a00JsiBaHe, OOMKHOBEHO C€ XapaKTepU3Upa ¢ XPOHHYHO
BB3NAJICHNE HA TUXATCITHUTE MIHTUIIIA.

Omnpegenst ce KaTo UCTOPHS Ha PECIIMPATOPHU CUMIITOMHU KaTO CBHPEHE, HEJIOCTHT Ha
BB3IyX, CTSAraHe B THPAUTE M KalUIUIA, KOUTO Bapupar BBB BPEMETO H IO
WUHTCH3UBHOCT, 3a€JHO C BapI/Ia6I/IJIHa JIMMUTAIIUA Ha GKCHI/IpaTOpHI/Iﬂ B"I)3I[YHICH
eour.

Pasnpocmpanenue

AcTmara octaBa CBeTOBEH 3/1paBeH npobsieM. BA 3acsra 10-15% ot nemara u 5-10%
OT BB3pPAaCTHUTE C pasjindyHa 4eCTOTa B OTACIHUTC PECrMOHW Ha CBETA, IMO-TOJIsIMa B
pasBuTuTe cTpaHu. 339 MIIH. ca MAMEHTUTE ¢ acTMa B cBeTa. bposT Ha OoJHUTE OT
BA B bwarapus e naxg 400 000 nymm. CmbpTHHTE citydan nopaau actma 240 000,
IMOBCYCTO OT TAX Ca MPEAOTBpPATHMHU. HpI/I‘-H/IHI/ITe 3a TdX Ca HENOAXOIAII IMOAXO0d B
JeYeHne Ha 3a00JsBAaHETO WM TPEeKOMepHa yrmoTpeba Ha  oOJeKyaBall
OpPOHXOIMIIATATOPEH JICKapCTBCH POIYKT BMECTO HOJUTHPIKAIIOTO
MPOTHBOBB3MAIUTEIIHO JICUCHHE.

Knunuka

Knunnynara kaptuHa Ha BA BKIIIOYBA CIEAHUTE CUMITOMU: 3a/1yX, CTSTaHE B
I'bPAUTE, CBUPEHE B I'bpAWTE M Kanumma. [IposBsBar ce kaTo JHEBHH E€MU30MM,
HapylIaBamy oOOWYaiiHaTa aKTMBHOCT Ha MallMEHTUTE WJIM HOUIHH MPUCTBIH OT
3a7yX, HapyllaBalld CbHS W MouyuBKara. Hail-xapakTepHa mnposiBa € BHE3AIMHO
HACTBIIUJI IPUCTBHII HA 331yX, KOMTO Haii- yecTo npe3 Homita. bonHusT ce chOyxa ¢
TEKECT B I'bPAUTE, 3a€Ma OPTOIHOWYHO IIOJOKEHUE, U MBUUTEIIHA, Apa3Hella
Kamuuia, xpunrtene. [Ipu ayckynranus ce yCTaHOBsIBA OTCIIA0€HO WM M30CTPEHO
BE3UKYJIAPHO [IMIIAHE C YIBDKEH EKCIHUPUYM M CYXH CBUPKAIIM W XbpPKalld
XPUIIOBE.

[Ipu TeKBbK aCTMAaTUYEH IPUCTBHIL, MPOABIKABAL] OT YaCOBE JI0 JEHOHOIIMS, Ce
rOBOPM 3a acTMaThu4eH craryc. Told He ce TOBIMUSIBAa JOCTaThbYHO OT
OpoHxoaunaTaTopHo nedeHue. [IpuunHU 3a BiOIIaBaHE € PA3KO MPEKbhCBaHE Ha
JIEYEHUETO, HENTPABUIIHA UHXAJIATOPHA TEXHUKA, MACUBHA €KCIIO3ULIUS HA AJIEPrEHU,
BUpYCHAa HMH(EKIUs U HENpaBWIHO JiedeHHe. CBhCTOSHHMETO € TEXKO, M3UCKBa
XOCIUTAJIA3ALHUS B CIIENUATIM3UPAHO 3IPAaBHO 3aBEICHUE, MHTEH3UBHO OTACIICHUE U
MIPU HYXKJIa HHTYOAIMsI U MEXaHHUYHA BEHTHIIAITHS.

Muaznozama mpaoea oa ce oazupa na :



- Hcropus 3a cumnromu
- JlokazaresncTBa 3a BapuaOHWIIHA TUMUTALIUS —

- I[OKaBaTeJICTBa 3a JUuardo3a OT NaguCHTCKaTa JOKYMCHTAlWA IPpCaAu
CTapTHUPAHC Ha TCpalurATa

- Yecto € TpyaHO 1@ Ce OCTaBU, KOraTo € CTapTHpaHa KOHTPOJIMPALIA TEpanus

Actmara ce XapakTepusupa C BB3MNAJICHHUC Ha JUXATCIIHUTC IIbTUINA U C
6pOHXI/Ia.HHa XUMNCPPCAKTUBHOCT, HO HC € HCOGXOI[I/IMO WK JOCTAaTh4YHO 3a JUuarHo3arta.

Iloeuwiena 6eposamuocm cumnmomume oa ce 0vJicam Ha acmma, aKo.

e [loBeue OT eMH BUJI CUMIITOMM (XPHUIIOBE, HEJJOCTHUT Ha Bb3/1yX, KalllJIMIIA, CTATaHE B
I'bPAUTE)

e CHMIITOMHTE YECTO Ca I10-JIOIIH I[Ipe3 HOLITA WK paHO CYTPUHTA
e Cummnromure Bapupart BbB BPpEMETO U B UHTCH3UBHOCTTA

e CuMITOMHUTE C€ 33AeUCTBAT OT BUPYCHH MH(EKLUHU, TPEHUPOBKHU, U3JIaraHe Ha
aJlepreHd, TPOMEHH B aTMOC(HEPHUTE YCIOBHUS, CMAX, Jpa3HEUIH
BEILECTBA, KATO U3TOPEIIM ra30B€, UM WU CUJIHU MUPU3MHU

e [loHmkeHa BEpOATHOCT CUMITOMUTE Ja C€ IBJKAT Ha acTMa, aKo:
e M3onupana xanummna 6e3 Ipyru pecnupaTopHU CUMIITOMU
e XPpOHHMYHO NMPOU3BOJCTBO HA XPAUKU

e 3aTpyJHEHO JMIIaHE, CBBbP3aHO CBhC 3aMaiiBaHe, riaBoOoiue WM HepupEepHO
U3TPBIIBaHE

e boska B repaure
e JlumHes, mpeau3BUKaHaA OT YIIPAKHEHUS CbC CTPULIOP

Bapuabunna numumayus -nomewvpoeme Hanuuuemo HaA 0ZPAHUYEHUE HA
6b30YUWHUA NOMOK

o Jloxaxxere, ue FEV1 / FVC e namanen (moHe BenHBX, Hampumep, korato FEVI1E
HUCBHK)

e CrotHomenueto FEV1 / FVC obuknoseno e > 0,75 - 0,80 mpu 31paBu Bb3pacTHU U>
0.90 npu neua

e VBepere ce, e BapuanmsaTa B OemoapoOHaTa (QPyHKIMS € MO-rojiiMa, OTKOJIKOTO TPH
3ApaByu MHAUBU AN

¢ KollkoTo ¢ mo-rojsma BapuanuAaTa, TOJKOBA MO-TOJIIMa € BEPOATHOCTTA JUAarHo3ara J1a
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€ acTtMa

e [IpekomepHa oOpatuMoOCT Ha OpoHXoaujaTaTop (Bb3pacTHH: yBenudeHue Ha FEV1>
12% u> 200mL, nena: yBenuuenue> 12% nporuo3upaHo)

e [I[pekoMepHa JHEBHA MPOMEHIUBOCT OT 1-2 cenMuIlM aBa IbTH AHEBHO ciiefeHe Ha PEF
(cpenna amrmutyna X 100 / cpeqHa qHEBHA cpeHa
CTOMHOCT)

e 3nayutenno yeenunuenue Ha FEV1 unu PEF cnen 4 cenmuniu nedyenue ¢ KOHTposiep

e Axo IIbPpBOHAYAIHOTO U3IIMTBAHC € OTPULATCIIHO:

o IloBrapsiite, KOraTo MAKEHTHT € CAMIITOMATHYCH HJIM CJIE]] 3abpXKaHe Ha
OpOHXOMIIATATOPH

e OO0OBpHETE Ce KbM JIOMBIHUTEIHU TecToBE (0c00EHO Jena <5 TOAMHU WU
BB3PACTHUTE XOPa)

Memoou

1. W3cnenBane Ha nepudepHa KPbB 3a €03MHOPHUIHS

2. Crnmpomerpusi — OOMKHOBEHO HOpPMajiHa WM3BBH MPHUCTHI WM HaJU4Yhe Ha
00CTPYKTHBEH BEHTHJIATOPEHICPEKT

3. bponxoaunararoper Ttect - noumenne Ha DEOL ¢ 12% u/unu 200 ml cnex 4

nnxananuu Ha BJIBA

4. BpOHXONMPOBOKAIMOHHH TECTORE - OLCHKA HA OPOHXMAJIHATA PEaKTHBHOCT C
METaxOoJIMH, KapOaxoJl, aleTUIXO0JINH, MaHUTOJ, XUIIEPTOHUYHU pa3TBOpH, (-
OJIOKEp U XHCTaMUH.

5. ExenneBno um3mepBane Ha BEJ] wm3uucnsiBane Ha BapuaOWIHOCTTA, KOSTO
npusapasu nHauBUAM € < 10%, a npu actmarunu e >20%

6. [{uTomornyHo u3cielBaHe HAa Xpadka, CIOHTAHHO OTHEJICHA WIM MHAYLUpaHa
4ype3 XUIEPOCMOJIApHU Pa3TBOPU U OIIPENEIISTHE TUIIA HA Bb3IIaJICHUETO

7. W3cnensane Ha azoteH okuc (NO)B U3AMIIAHNS BB3TyX

8. Koxno anepruunu npo6u (KAII ) kbM OUTOBU aneprenu

9. W3cneaBane HUBaTa Ha TOTANHU U cnenuduunau IgE

Jugpepenyuanna ouaznosa

1. XOBb 2. Kapnuanna actma 3. MexaHuyHa 0OCTPYKLIUS HA TpaxesTa u OpoHxuTte 4.
benonppoben TpombGoembomm3bM 5. IlHeBmoTopakc 6. I'actpoes3odareanenpediykc
7. luchyHkuusa Ha riaacHuTe Bpb3KH 8.CHHIpoM Ha xurepBeHTHianusaTa 9. IlcuxoreHen
3ayx/pecnupaTopHa HEBPO3a.

Knacugukayua na BA Cnopeo excecmma

NHTepMuTeHTHA aCTMA:9€CTOTA HA MPUCTHIUTE<| BT CEIMUYHO; CHMIITOMH Ha HOIITHA
actMa <2 bTu MeceuHo; BE/] e >80% ot npensuaeHara 3a naMeHTa CTOMHOCT C JHEBHU
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koJiebanus < 20%.

[TepcucTtupaina jgeka acTMa: IPUCTHIN> 1 TBTCEIMUYHO,HO HES)KESTHEBHU; CUMIITOMHU
Ha HomIHA acTMa>2 mbTu MeceuHno; BE/] >80% ot npensuaenus, Ho ¢ BapuadbmiHocT 20-
30%.

[lepcuctupaimia cperHO TeXKa: MPUCTBIIMTE ca BCEKU JIeH, KOETO HapyllaBa
dusnyeckata W CcoOIMaliHA AaKTUBHOCT Ha OonHus.ExenneBHa ydiotpeba Ha -
AarOHMCTU;HOUTHUTE NpPUCTBIKM ca nosede orl mbeT cenmuuno; BEJ[ e 60-80% or
npeaBucHaTa CTOMHOCT ¢ BapradbuiHocT > 30%.

[lepcuctupaiia TeKka acTMa: MPUCTHIIUTE Ca MOCTOSIHHH,(pU3MYecKaTa aKTUBHOCT €
CUJIHO OrpaHuueHa; HouHUTe cumnTomu ca yectu; BEJl e <60-80% ot npenaBumeHara
CTOMHOCT U BapuabuiHocT > 30% BBIPEKH ONTUMAIHOTO JICUCHUE.

Cnopeo konmpona

— Kontpommpana BA:6e3 MHeBHHM ¥ HOIIHM CHMITOMH, HOpMaiHa (usnyecka
aKTMBHOCT, 0e3 Hykaa oT Obp30AeHCTBall CUMIATOMHUMETHK, HOPMajHa BEHTHUJIATOpHA
¢byHKkLus 1 0e3 000CTPSHUS Ha ChbCTOSHUETO Ipe3 NocIeHaTa roJuHa.

— YactuyHo koHTponupaHa bA: nosiBa Ha HSAKOU OTrOpe U30POEHUTE CUMIITOMU WU
MIOHMKEHNE HAa BEHTHJIATOPHUTE ITOKA3aTelln, 000CTpsIHE.

—HexonTposmmpana BA: npu Haimuue HAa TPHU WK ITOBEYE CUMIITOMA/TIOHMKCHHUE Ha
BEHTHJIATOPHH 1TOKA3aTEeNH, €KECEIMUYHN 000CTPSIHUS.

Jleuenue
JIpArocpoyHuTe LU MpU JIEYEHHUE HA aCTMa ca:

- KOHTpOJ'I Ha CHMIITOMUTC. IIOCTHI'aHC Ha I[O6’Lp KOHTpPOJI Ha CHMIITOMUTC U
MoAABPIKAHC HA HOpMAJIHM HMBA HA AKTUBHOCT

- IloHmxeHue Ha pUCKa: Ja €€ CBCIAC 10 MUHUMYM 6’bI[eH_II/I$IT pHUCK OT eK33H€p6aHI/II/I,
(1)I/IKCI/IpaHOTO OrpaHM4YC€HUC Ha BB3AYHIHUSA ITOTOK U HEKCIAHUTC C'I)6I/ITI/I$I, JBbJI2Kalllu C€ Ha
JICKapCTBa

Ilocturanero Ha TE3H oejm MU3HUCKBA IAPTHBOPCTBO MCKAY MAINUCHTUTE U

MCIHUIMHCKUTC CIICIUAINUCTH.

Jleuenuero ce Oa3upa Ha JIBe OCHOBHU HANpaBJICHUS: CUMIITOMHTE IIpe3 MociaeIHuTe 4
CeIMHUIIM U PUCKOBUTE (DakTOpu 3a BB3HUKBAHE HA HEOJArONPHUATHU TOCIEICTBHUS.
Jleuenueto Ha BA e HenpekbCHAT UKD Ha OLIEHKA, KOpEeKIUs U npoBepka. MHxamaTopHaTta
Tepanus € B OCHOBAaTa Ha JICUCHUETO, HO TS 3aBUCH OT MPOMEHSAIIUTE c€ PUCKOBU (DaKTOpu U
KOHKPETHUTE XapaKTEPUCTUKH, MPEANOYUTAHUS M NPAKTUYECKH YMEHUs HA IAlMEeHTHUTE.
VYcnemso nocTuraie Ha 3alaZicHUTE LEIU 32 KOHTPOJI ca MPEANOCTaBKa 3a peAyLUpPAaHE Ha
TepamnuAra.

OneHkaTa ce U3BbpIIBA YPE3 U3IOI3BAHETO HA BAIMAUPAHU BBIIPOCHUIM U TECTOBE 3a
KOHTpPOJI Ha acTMara, kato ActMma koHTpos TecT (ACT) u BeipocHuK 3a KOHTPOJI HAa acTMara
(ACQ). IIpocnensBane Ha BwpxoBus Excnimparopen [leout (BE/I) moamomara ornenka Ha
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OTroBOpa Ha TEPANUATA U OTKPUBAHE HA TPUTEPH OT OKOJIHATA Cpea.

Kontponupana actma
*  MunHumanau (Haii-100pe 6€3) XpOHUYHN CUMIITOMHM
*  MuHuMaTHH (HEUECTH) eK3arepoaruu
* be3 nocenieHus 1o CrenrHocT
*»  MuHuUMaHA HYXX/a OT 32-arOHHUCT

* be3 orpannyanusi B aKTUBHOCTTA (BKII. (hU3MUECKa)

» Bapuabunuter Ha BE]] < 20%
*» Hopwmanen (unu noutu Hopmasien) BEJ]
*  MuHUMaJIHU CTPAHUYHH JIEKAPCTBEHU e(heKTH

HauanHOTO KOHTpOJMpAIlo JIeYeHHE Ce 3amoyBa BB3MOXKHO Hali-paHO ciel
IIOCTaBsiHE Ha JuarHo3ara actMa. [loka3zanus 3a penoBeH npueM Ha HUCKkH g03u UKC
ca HaJM4YMe Ha aCTMATUYHU CHUMITOMHM I10-YECTO OT JBa IbTH MECEYHO, ChOYXJIaHe
[opajy acTMa IOBEYE OT BEIHBXK MECEYHO W CHMITOMM Ha acTMa IUIIOC PUCKOBU
dakropu 3a ex3amepOamnus. CaMOCTOATEITHO TPUIIOKEHUE Ha Obp3oxaericTBamm [32
aronuctu (bJIBA) 3a 1biro He ce NpenopbuUBaT, Thil KATO PETYISIPHOTO MM YECTOTO
UM IPWIOKEHHE TMMOBUIIIaBa pUcKa 3a ek3auepoanuu.lIpenopbuBa ce KOHTPOJIUPAILO
neueHne ¢ MKC- cpappkamy JieKapcTBEHM MNPOAYKTH 3a PEAYLUpPaHE PHUCKa Ha
CepHO3HM eK3alepOanuu M 3a KOHTposl Ha cuMmnTomuTe. IIpm jeka actma ce
npenopbuBa npu Hyxkaa Hucku no3u MKC-formoterol, miam nucku nozu MKC 3a
HaMaJlsiBaHe Ha pUCKa 3a eK3alepoanuuTe

[lo-BuCOKa CTBIKa JIEUEHUE C€ 3aloyBa NpPH ACTMAaTUYHU CHUMIOTOMH IIpeE3
MOBEYETO THU U CHOYKJaHE OT acTMa BEAHBK WU MMOBEYE MbTU CEIMUYHO, OCOOEHO
MIpU HAJIMYUE Ha PUCKOBU (hakTopH 3a ex3anepbanus. [Ipu mbpBa nposiBa Ha acTMaTa
C ek3alepbanus ce Mpuiara KpaTbK Kypc MEpopalHd CTepOHAM U 3aloyBaHE Ha
penoBHO KoHTpoiupaiio gedenue (Bucoka no3a MKC wmu cpenna noza MKC/ABA,
CcJie]l TOBa CTHITKA HAJOIY).



[Tpu neyennero Ha BA ce npunara crenanoBuaex nojaxox (dwr.1):

Assess, Adjust, Review response

Asth: di i

Symptoms
Exacerbations
Side-effects

Lung function
Patient satisfaction

Adjust treatment up and down for

individual patient needs

Confirmation of diagnosis if necessary
Symptom control & modifiable

risk factors (including lung function)
Comorbidities

Inhalertechnique & adherence
Patient goals

Treatment of modifiable risk
factors & comorbidities

Non-pharmacological strategies
Education & skills training

Asthma medications

STEP 2

PREFERRED
CONTROLLER

to prevent exacerbations
and control symptoms

Other
controller options ta

PREFERRED
RELIEVER
Other

reliever option :

Daily low dose inhaled corticosteroid (ICS),
or as-needed low dose ICS-formoterol *

Leukotriene receptor antagonist(LTRA), or
dose ICS taken whenever SABA taken t

As-needed low dose ICS-formoterol *

As-needed short-acting B2 -agonist (SABA)

As-needed low dose ICS-formoterol 1

* Off-label; data only with budesonide-formoterol (bud-form)
1 Off-label; separate or combination ICS and SABA inhalers

@ur. 1 Tepanestuuna crparerust GINA, 2019

1 Low-dose ICS-form is the reliever for patients prescribed bud-
form or BDP-form maintenance and reliever therapy

# Consider adding HDM SLIT for sensitized patients with allergic
rhinitis and FEV >70,% predicted



Ta6n. 1 JlneBHa no3a ([1g) MHXAIATOPHA KOPTHKOCTEPOUIN P BB3PACTHH U JIela Hal

12 1.
JlekapcTBeH MPOAYKT Hucka noza Cpenna mo3a Bucoxka nio3a
Beclometasone
. . 200-500 >500-1000 >1000
dipropionate (CFC)
Beclometasone
. > >
dipropionate (HFA) 100-200 200-400 400
Budesonide (DPI) 200-400 >400-800 >800
Ciclesonide (HFA) 80-160 >160-320 >320
Fluticasone furoate (DPI) 100 n.a. 200
Fluticasone propionate
100-2 >250- >
(DPI or HFA) 00-250 50-500 500
Mometasone furoate 110-220 >220-440 >440
Beclometasone
. . 200-500 >500-1000 >1000
dipropionate (CFC)

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

Crbnka 1 — npu CHMIITOMH NI0-MAJIKO OT /IBA TbTH MECEYHO U 0€3 PUCKOBH
(dakTopu 3a ex3anepoanus

e Ilpennounrtana omws mpu Hyxaa Hucku go3u MKC/formoterol (off -label)

e Jlpyra onuus

- mucka go3a MKC, Bcekum mbpT koraro ce B3umar BJIBA (off —label B ormenmnu
unxanatopu win kombunarwst MKC u K/IBA )
- nmHeBHa Hucka no3za UKC

Crbnka 2

e [Ipennmountana onums penoBeH npueM Ha Hucka no3a MKC mumroc mpm Hyxkna
unxanaroped bJIBA wu aucku no3u MKC/formoterol (off label)

e Jlpyru Bb3MOXHOCTH:

- wucka go3a MKC, Bceku mbpT korato ce B3umar BJIBA (off —label B otnmennu
nuxanaropu wiu komounaius MKC u BJIBA )



neBkoTpueHoBu penentopHu antaronuctu (JITPA) ca mo-manko eheKTUBHU OT
nucka n1o3a MKC, ocobeno 3a nmpenoTBparsBane Ha ek3anepOanuure.

koMOuHarwms oT Hucka no3a MKC/mearoaeiicteamiu 6era2-aronuct (JIBA) u mpu
Hyxna bJIBA.

[Ipu urcTO ce30HHA ajepruyHa acTMa 0e3 CUMIITOMHU B HHTEPBAJIUTE CE MPEIOPhUBa
HNKC , xouto aa npoabikaT 10 4 CeIMUIM CIe Kpas Ha eKCIO3UIUATA

Crbnka 3

[IpeanounTana onmms moaabpkama Ttepanus ¢ Hucka go3za MKC/IJIBA u npu
Hyxna bBJIBA, wunum mnommbpkama Tepanmus ¢ KOMOMHAIMS OT HHCKa J103a
HUKC/formoterol u oOnek4aBama cxema (pa3pemieHO caMO 3a HHCKa J103a
beclomethasone/formoterol n Hucka no3a budesonide/formoterol).

Hpyru onuuu

-noBuIaBaHe Ha no3ara Ha UKC o cpenna go3a (mo-Maiako e(heKTUBEH OT
HUKC/JJIBA) nmu aucka noza MKC mmroc LTRA

- TAIUCHTH aJepTHYMHM Ha JIOMAllleH mpax 1o0aBsHEe Ha CYOJWHTBATHA
umyHnorepanus npu ®EO1>70% ot np.

Crbnka 4

[Ipennoyntana onmys MoJAbPIKaIla Tepanust U npu Hyx1a Ha Hucka ICS/formoterol
wiu cpeana no3a UKC/JABA u npu nyxna b/IbA.

Hpyru onuun

tiotropium MHXaNATOP TUM (PUHA MBIIIA IPU TAIMEHTH >6 T. ¢ UCTOPUS 32
eK3alepoanuu

nob6assiHe Ha LTRA

MAIMEeHTH aJIeprHYMHA Ha JIOMAIIeH pax 1o0aBsHEe Ha CyOJIMHTBaTHA
umyHotepanus npu @EO1>70% ot mp.

Bucoka no03a UKC/[IJIBA -c manka nosisa u HapacTBaHe pycKa OT CTPAaHUYHU
SIBIICHUS

Crbnka 5 — Bucoka noza UKC/ JJIBA u pedepupane 3a onpenensHe peHoTnn u
no0aBsiHe HA Tepanus

IIpu TpyaHa 3a jieyenue acTMma:

a ce nomewvpou, ue e acmma

a ce mvpcam ¢pakmopu cnocobcmeawiu 3a nepcucmupane Ha CUMRHIOMUME,
eK3ayepoauuu u 10uo Kavecmeo Ha HCUueom:

- Jla ce mpoBepu MHXallaTOpHATa TEXHUKA U CYOONITUMAIIHOTO MPUAbPIKaHE
- Jla ce Tpcsat komopouaHoctu - 'EPB, xponnuen punocunyur, OCA

- Jla ce Mmogudumpar puckoBute (pakTopu U TpPUrepuTe

- [Ipexanenata ynotpe6a Ha bJIbA

- CpaHnYHU SBIICHUS OT TEpaIUsTa

- TpeBOKHOCT, enpecus U COUMAIHU TPYIHOCTH

Zla ce onmumusupa MEHUOIHCMBHMA



e (OOyueHnue 3a 3a00J5BaHETO aCTMa



OnTuMHu3upaHe Ha JICYCHUETO

Jleyenne Ha KOMOPOUTHOCTHTE

JloOaBsiHe Ha HE-OMOIOTHYHA TepaITUs

JloGaBsine Ha He(papMaKOIOTHYHU CTPATETHH- CTUPAHE HAa TIOTIOHOITYIIICHETO,
¢bu3nyecko HaTOBapBaHe, OTcIabBaHe, BAKCHHALIMS 32 TPUII

JloGaBsiHe Ha Bucoka g03a Ha UKC

a ce nposepu omezoeopa cneo 3-6 mec. u onpedenane oaiu acmmama e éce ouje
HEeKOHmpoupana

Onpedenane na gpenomuna mexcka acmma é CReYUAIUUPAHU YEHMPOse
H3cneosanusn 3a mun 2 év3nanenue- nepudepHu e03MHOPHUIN, €O3NHODUIN B
cryTyMma, (hpakius a30He OKMC B U3JMIIAH Bb3ayX, FeNO

H3zcneoeanun 3a komopoéouonocumu/Ougepenyuanna ouacnoza J/lobasane Ha
HeOuon0Zuuna mepanus
[Ipu Hanuyue HA JaHHU 3a TUI 2 Bb3MaJieHUe ce OOMUCIS IPUIbPKAHETO, ITOBUILIABA

ce nozatra Ha MKC 3a 3-6 mec, oOmucns ce kiauHu4YeH ¢eHotun Tum 2 cbe

crienn(uyo TOMbIHUTEIHO JICUECHHE.

[Ipn nunca Ha gaHHM 3a Tunm 2 Bb3najieHuE ce pas3riIexaaT AUQPEpEeHLUATHUTE

JUTHO3U, MHXAJaTOpHATA €TXHUKA , IPUIBPKAHETO , KOMOPOUIHOCTU M CTPaHUYHU

sapnenus.IIpekpaTsiBa ce ekcrmo3umnusTa Ha puUcKOBUTE GakTopu. OOMuUCIAT ce

JOITBIHUTE U3ciieBaHusA- Ha cnyTyM, KAT ¢ BucOKa pa3npenenuTenHa cnocoOHoCT,

@®BC 3a anTepHaTUBHU JUArHO3M, 100aBs ce Tepamus- tiotropium I MaKpOJIUIH,

Hucka Jno3a opanHu KC, cnupaHe Ha HeedeKTHBHa Tepamnus, OOMUCIsSHE Ha

OpOoHXHaJTHa TEPMOIIACTHUKA

Ilpu nunca na év3moxncnocm 3a 0ooagane na Tun 2 duonozuuna mepanusn :
Bucoxka noza UKC

HoO6agsine Ha JI/IBA, tiotropium, LM/LRTA, makponuau

Jlo6aBsiHe Ha HUCKA /1032 MePOpaTHU KOPTUKOCTepouau (<7.5 mg AHEBHO MPETHU30H

WJIM €KBUBAJICHTH)

Crnupane Ha HeeeKTUBHATA TepaIus

/Jlobasane na 6uonozuuna mun2 mapzemna mepanus npu ex3ayepoayuu uau
cnaé konmpon na cumnmomume npu eucoxa 0o3a UKC//[/IbA, koumo umam
€O3UHOpUIHYU uu anepzuunu Guomapkepu uau Hyxcoa om opanuu KC

IIpu Texka ajmepruyHa actMa- JiedyeHMe ¢ aHTH IgE- mpu mamueHTd ¢ JaHHMU 3a
ceHcMOMMM3aus OT KOXHUS TecT win cneunpuuynn IgE, obum IgE u Ttermo B
paMKHTe Ha IUana3oHa, ek3anepOalu nmpe3 rnocjaeHaTa roJuHa

ITpu texka eo3uHodmiHa acTMa Jeuenue ¢ antu 1L-5/IL-5R-tipu ex3amepOaruu B
MocJIeIHaTa ToInHa, €03nHO(uIN B KpbBTa >300 /Ng

Texka eozunodmina/ Tum 2 actma-antu IL-4R- nHanmmume Ha ex3ampebaruu mpes
nocjenHaTa rojnHa, eo3uHopmIn B KpbBTa >150 /pug nnu FeNO>25ppb nnu Hyx1a
OT noaabprkaia tepanus ¢ opaiau KC
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N360p mone 3a 4 Mecerna u nperiea Ha oTroBopa. [lpu 100bp 0TrOBOp MpOAbIKaBaHE
6-12 mec. Ilpu numca, cnupaHe W TPOIBDKABaHE C paszyinueH Tum2 — TapreTHO
JICYEHHUE.

Kpurepunre npu nposexiane Ha JieyeHHe Ha 00JTHM C TeKKA MepCcUcTUpPAIIa
ajepru4yHa actrma ¢ omalizumab

e JlokazaHa OpoHXHaJIHa aCTMa U U3KJIIOUBAHE HA MPUIPYKABAIIU ChCTOSHUS

e Texxka actma 1o onpeneneHueto Ha ATS/ERS :

1. acTma, KOSITO ce HY:KIae 32 OCTUTaHe HA KOHTPOJI OT:

a. BUCOKH JIO3U MHXAJTATOPHH KOPTHKOCTEPOU U

b. BTopu KoHTpOoupai JexkapctBeH mpoaykt (AJIBA/ JJAMA /JITA/ reodunun)

C. W/WJIM CUCTEMHU KOPTUKOCTEPOUIH Mpe3 6 UK MOBEeYEe MECELU OT MocieJHaTa
roauHa

2.acTMa, KOSITO 0CTABA HEKOHTPOJMPAHA BBIIPEKU NIPABIIIHO MPUEMAHOTO U
MIOCTOSIHHO CIIa3BaHo Ipe3 nocienuute 3-4 Mecena iedenue ot 4°-5 cronka copen GINA:

a. BUCOKH JI03U MHXaaaTopHu Koprukoctepouau (mo GINA,)

b. BTopu KOHTponupain jgekapctser npoaykt (AbA/ JJAMA/ JITA/ reodunun)

C. W/WJIM CUCTEMHU KOPTUKOCTEPOUIH Mpe3 6 UITH MOBEYe MeCcely OT MocleaHaTa
roJuHa

¢ Texxka HEKOHTPOJIMPaHa acTMa, OTIPEJICIICHa Ype3 HATMYKE Ha MTOHE JIBE OT
nu3bpoenute criopes onpeaeieauero Ha ATS/ERS

a. JIOIII KOHTPOJT Ha IposiBUTE Ha OoitectTa (pe3ynraT ot Asthma control test (ACT) < 20
pe3 MOCIeIHUTE 3 Mecelia)

b. yecTu TEKKHM U30CTPSHUS Ha 3a00J1BaHETO (2 WK NIOBEUE Kypca CUCTEMHHU
KOPTUKOCTEPOUIH >3 THH BCEKH B TIPEAXOIHATA TOJINHA)

C. CEpHO3HU M30CTPSHUS Ha OosecTTa (TIOHE eTHa XOCTTUTAIN3aIHs, TPECTON B
UHTEH3UBHO

OTJeNICHUE WIM MEXaHNYHA BEHTUJIAIUS B IIPEIXOAHATA TOINHA)

d. Hapymenue B 6enoapodHara Gpynkius (PE01 <60%)

o XocnuTanu3aiys Win MOCeIIeHUe B CIEIIeH EHTHP IMOPajIH TeXKa eK3amepoaris
IIpe3 nocienHuTe 6 mecena

e Penyniupana 6enonpodna Gyskius - popcupan ekcuparoper ooem (PEO1)<60% ot
NIPEIBUICHUS

e AsleprudHa actMa MpH HaJIM4due Ha:

a. TIOJIOKUTENIEH KOXKEeH TECT U/UITH MOJO0XKUTEINEH in Vitro TecT (cnenupuaHd cepyMHI
IgE) xbM nenoronuIHm ajgepresu)

b. HanUuYMe Ha KIMHUYHO 3HAYMMa CEHCUOMTU3alMs KbM HEJOTOAHUIIHU aJepreHn

Bucoko uuBo Ha oouute cepymuu 1gE>30 1U/ml

[Tpuem Ha BUCOKaA JHEBHA /1032 MHXAJIATOPHU KOPTUKOCTEPOUAHU (cvobpasno GINA u

Buvreapckus nayuonanen KoHceHcyc)

e JIumca Ha U3KITIOUBALIM KPUTEPUH :0pEMEHHOCTH KbpPMEHE, JIMIA o] 6 TOAUIIHA
BB3PAcCT, CHCTEMHH aBTOMMYHHH 3a00JIIBaHUS, XUTICPUMYHOTJIOOYIIMH € CHHIPOM, YBpEICHA
yepHOpoOHa 1 Ob0peyHa (pyHKIMA (puiara ce u3ciieiBaHe Ha ypesi, KpeaTUHUH U
TpaHCaMHWHAa3M), JIUTICA HA TTOBJIHUSABAHE cie/ 16-CeIMUYHO JIeUeHHE, TPEKbCBAHE HA
TepanusTa o BUHA Ha OOJIHUSA 3a MEPHOJ OT MOBeYe OT 3 Mecela, TIOTIOHOIYIIeHe, 100pa
WHXaJaTOpHA TEXHUKA U CHhTPYIHUYECTBO HA IMaIMeHTa

Kpurepunre npu nposeskiane Ha JieueHHe HA 00JTHH € TeKKa peppaKkTepHa
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eo3nHoduaIHa actMa ¢ Mepolizumab
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e Jloka3aHa OpOHXHMAJTHA aCTMa ¥ M3KJIFOYBAaHE HA IPUAPYKABAIIN ChCTOSHUS,
KOMTO MOTarT /1a Harmoao0sBar actMa

e Texxka actMa 1o onpenenenrero Ha ATS/ERS

¢ Texxka HEKOHTPOJIMPaHa acTMa, OTIPeJIeICHa Ype3 HATMYKE Ha MTOHE JIBE OT
nu3bpoenute criopes onpeaeicuuero Ha ATS/ERS

e JIBe u moBede ex3anepOanu, Hanaramy npruem Ha CKC npes nocnennnrte 12
Mecena

o [lepudepna eozunodumms > 0.3x10%/1

o XOoCnuUTaIM3aIys WIKA MOCEIIEHUE B CICIIEH IIEHTHP MOPaIH TEXKKa
eK3anepOanus mpe3 nocieauuTe 6 Mecera

e Penyniupana 6enonpodna GpyHkius - hopcupan ekcnuparoper ooem (OEO1)
<60%

o [Ipuem Ha BUCOKA JHEBHA /1032 HHXAJIATOPHHU KOPTHKOCTEPOH TN

e Jlurica Ha W3KJIFOYBAIIM KPUTEPUU : OPEMEHHOCT M KbpMEHe, Juma moxa 18
TOAMIIHA BB3pAcCT, eK3auepOarust Ha acTMara, CUICTEMHH aBTOMMYHHHU 3a00JIsBaHUS,
XUIMEPUMYHOTTIOOYIIMH € CHHIPOM, yBpeJeHa 4YepHOApoOHa u OBbOpeyHa (yHKIUS
(mpuiara ce wW3cienBaHe Ha ypes, KPEaTWHUH M TpaHCAMHHA3H), NMPEKbCBAaHE Ha
TepamnusTa 1o BUHA HAa OOJIHUS 3a TIEPUO/] OT IOBEUE OT 3 Mecela, TFOTFOHOYIIICHE

e JloOpa nHxamaTopHa TEXHUKA U CHTPYAHUYECTBO HA TAIIUEHTA

Kpurtepun npu npoBe:xxaane Ha JJedeHHe Ha 00JIHHU ¢ TesKKa pedpakTepHa

eo3nHo(puIHA acTMa ¢ benralizumab

° [[oxa3aHa 6pOHXI/IaJ'IHa 4CTMa U U3KIIFOYBAHC HA MIPpUJAPYKaBalllkd CbCTOSHUA, KOUTO

MOrar J1a Harono0sBaT acTtMa

Texka actma o onpezaenenrero Ha ATS/ERS

Texxka HEKOHTpOJIMpaHa acTMa, ONpeielieHa Ype3 HaJlMuKe Ha MOHE JIBE OT
nu3bpoenute criopes onpeaeiaenuero Ha ATS/ERS

JlBe u nmoBeue ex3auepOany, Hanarany npueM Ha CKC npe3 nocnennure 12 mecena
[Tepudepna eozunopumus > 0.3x109/x

XocnuTanu3aiys UK MOCeIeHre B CIIeIIeH LIEHThP opaiu TeXKa ek3anepoanus
pe3 nocieanuTe 6 Mecena

Penynmpana 6enoapodna dpynkius - popcupan excrimparoper ooem (PEO1) < 60%
[Ipuem Ha BUCOKa THEBHA 71032 MHXAIATOPHU KOPTUKOCTEPOUIN

Jlumca Ha W3KIIOYBAIIM KPUTEPUH OPEMEHHOCT M KbpMEHe, Nula moj 12 roxumrHa
BB3paT, eK3alepbanus Ha acTMaTa, CUCTEMHHU aBTOMMYHHH 3a0OJsBaHUs, yBpeleHa
yepHOopoOHa n ObOpeuHa ¢yHKIMs (TIpuiiara ce u3cjieBaHe Ha ypes, KPpeaTHHUH U
TpaHCAMHHA3H), IPEKhCBAHE HA TEpaNMsiTa 110 BIHHA Ha OOJHHUS 3a MEPHO OT TIOBEYEe
or 3 Mecena, TIOTOTIOHOIYIIIEHE, Mapa3uTo3a (TOKCOIMIa3Mo3a, TOKCOKapo3a,
€XMHOKOK032)

I[o6pa HWHXAJIATOPHA TCXHUKA U CbTPYAHUUYCCTBO HA IMTAIUCHTA

Paszznexycoane na omzoeop
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acTMa KOHTPOJI HAa CUMIITOMH, eK3alrepoanuu, 6enoapodbHa GpyHKuus
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- Tun 2 KOMOPOUTHOCTU-HA3AIHA MTOJIUI03a, ATOMUYEH IePMaTHT
- JIEKapCTBEHH MPOIYKTH
- YAOBJETBOPEHOCT HA MAllMEHTA

Ilpoovnscasane onmumuzupane Ha MEHUONCMBHMA- VHXAIATOPHA TEXHUKA, IPUIBbPIKAHE,
KOMOPOUIHOCTH, COLTUATHI/E€MOIIMOHAIHU HYK/IH, KOMYHHUKAIIHS C JIMYEH JIeKap

Hpemuuaeane Ha cmovnkKa Hlldole Uln Ha no-20pHa cCmovnka

[IpemrHaBaHeTO Ha IO-TOpPHA CTBIIKA B JICYEHUETO ,,step-up” ce mnpeanpueMa IMpu
HEOOXOJUMOCT OT OCUTYpsIBaHE Ha MO-I00BpP KOHTPOJ, KOraTO TaKbB HE € MOCTUTHAT OT
npenauiecTpamaTa repanus. [IpoabKUTENHOCTTa HA TepanusaTa € MUHUMYM 2-3 Mecena Win
no-MaJika 3a 1-2 ce MU Npu BUPYCHA MH(EKINS WK eKCIIO3UIUS Ha aJlepreH.

[IpemuHaBaHeTO Ha MO-HHUCKA CTHIKA ,,Step-down ce OChIECTBSABA MPU IMOJIABPIKAHE
Ha 100Bp KOHTpou mpe3 nocieanure 3 mecena. HamansBane noszara na UKC ¢ 25-50% ce
IpenopbrYBa Ha MHTEpBaU OT 3 Mecena. [Ipu koMOnHMpaHa Tepanus, BTOPUSAT KOHTPOIMPAIL]
JIEKapCTBEH MPOJYKT HE Ce M3KIII0UBA OT TepaluATa, JoKato ce pexyuupat no3ute Ha MKC.

Cnupane Ha neyenuero ¢ IKC He ce mpenopbyBa Mpu Bb3pacTHU MAllUEHTH, Thil KaTo
Ce CBbP3Ba C MOBHILIEH PUCK OT €K3alepoaluu.

[Ipenu mpennueMaHe NpomsiHa B TepalusTa JIEKYBalUAT Jiekap TpsOBa na ce yoeau B
KOMIUIaifbHCAa Ha mnauueHTa.Toil TpsOBa na MOArOTBM MHAMBUIYaJeH NUCMEH IUIAaH 3a
pa3no3HaBaHe Ha CUMIITOMMTE U JIeHCTBUE MPpH eK3arepoarus.

Jleuenue na exzayepoayusn

EKSaHCp6aHI/I${Ta € OCTPO WJIK IMOAOCTPO BJIOHIABAHC Ha CUMIITOMHUTC U 66J'I0,I[p06HaTa
(I)YHKI_[I/IH, B HAKOHM ClIydan MOKC Jia 6"5,[[6 II'bpBaTa H3s1Ba HA acTMara. Jleuennero Ha
eK3auep6auI/I;1Ta C€ CBhCTOM B IIOCJIEIOBATEIHOCT OT JEHCTBUS npeanpueTu OT CaMHUTC
MMalMEHTH U 3B€HATa 3a OKa3dBaHC Ha MCIMIIMHCKA ITOMOIII.

Texkara ex3anepOaius € KUBOTO3acTpalllaBalla U U3MCKBa XOCHUTAIU3alus. Texbk
aCTMAaTH4YEH NPUCTBI M AaCTMAaTH4YEH CTaTyC HE C€ IMOBJIMABAT JOCTATBYHO OT
OponxonunataTopHo jedenue.Hadamnoro npunoxkenne Ha BJIBAe mpoabKuTETHO, Clel
KOETO MHTEpPMUTEHTHO IpH nouckBaHe. [Ipu neka n ymepeHa ex3anepOaius UHXalIupaHe Ha
B/IBA B no3a 4-10 BnpbcBaHus Bceku 20 MUH. mpe3 MbpBUS 4ac OOMKHOBEHO € Haii-
e(eKTUBHO M JOCTaThUHO Ja MOBIMse oOpaTUmara JMMMTALUS Ha BB3AYIIHUSA ACOUT.
Hoctassineto Ha B/IBA moxe na Obae upe3 pMDI unu cnelicsp, unu HeOynaitzep. Hsama
JaHHU, KOUTO Ja MOAKPENST PYTMHHOTO NPUIOKEHHWE HAa MHTPABEHO3HU P2 aroHUCTU INPH
MAIMEeHTH ¢ TeXKa e3arepoanus

Cnen 1-us ygac, no3ara e 4-10 Bupbckanust Ha Bceku 3-4 yaca 10 6-10 BIpbcKBaHUS Ha
Bceku 1-2 uvaca umu noseue. [Ipu 106bp otroBop (BE/>60-80% oT mpenBuneHuTe win
MePCOHAIHO Hal-100Bp 3a 3-4 yaca) moBeve MHXAJAIMU HE ca HEOOXOIMMH.
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Kucnopononedenue ce npernopbusa npu carypamust 93-95% (94-98% mpu gema 6-11 1.).

CucreMHU KOPTUKOCTEPOUIM CE Mpuiarar, koraro HauyainHara tepanus ¢ bJIbA e ¢ Heycnex
3a mojnoOpeHre Ha CUMIITOMHTE Mpu ek3auepOanusa. OpanHusTr npueM € epeKTUBEH TOJIKOBA,
KOJIKOTO MHTpaBeHo3Hus. Jlozupanero e 50 mg Prednisolone karo equHMYHA CyTpelIHa 1032 WU
20 mg Hydrocortisone B pa3aenenu no3u. [lpoabmwkurennoctra € 5 -7 nHUA 1pu Bb3pacTHU. He e
HE00XO0AMMO MOCTENICHHO HaMaJlsiBaHE HA J03aTa. AHTHOMOTHUIIM HE CE MPENOpPbUBAT, OCBEH IMPH
JaHHU 32 0enopoOHa nHDEKIHs.

Enunedpun (adrenaline) ce mpumara kaTto cTaHgapTHa Tepanus NpH aHauiIakcus Hu
anruoenieM. He ce mpuara pyTuHHO npu ekanepOarus Ha BA.

Ipratropium bromide ce mpuiara nmpu BB3pAacTHU H JCla C YMEPEHO-TEKKA eK3arepOarius
eaHoBpemeHHo ¢ B/IBA.

WuTpaBeHo3Ho npuioxkeHne Ha aminophilline u theophilline He ce mpenopbuBa mopagu mo-
cnaba eduxacHocT u OezomacHocT B cpaBHeHue ¢ BJ/IBA. VMHTpaBeHO3HOTO MPHIIOKEHHE Ha
aMHUHOQWINH € CBHP3aHO C TE)KKW M MOTEHIMATHO (aTalHW CTPAHWYHH SIBJICHUS, 0COOCHO NpHU
MAlUEeHTH, KOUTO Ca JIEKYBaHU C TeOQWIHH ChC 3a0aBeHO oTaensHe. IHTpaBeHO3HO MPUIIOKEHUE
Ha MarHe3ueB cyi(ar He ce MpenopbuBa 3a PYTMHHO NPUIIOKEHUE NpU eK3auepOauus, HO MpH
npuiarade Ha 2 g 3a 20 MuH. peayuupa npectost npu Hsikou nauueHtu ¢ ®EO1 <25-30% ot npen.,
BB3PACTHH U JI€lla, KOUTO HE OTTOBApAT HAa HAYAIIHOTO JIEYEHUE, C MIEPCUCTUPAIA XUITOKCUS U IpU
nena ¢ ®EO1 < 60% ot npen. 1
yac cje/l Ha4ajoTo Ha TPUIKUTE.

Ponsita Ha HeMHBa3MBHATa BEHTHJIALUS MPU TEXKKa ek3alepOalus U CTaTyC acTMaTHUKYC €
MaJika.

KnuHuyHMAT cTaTyc M KUCIOpOAHATa caTypalus ce MpPEeoleHsSBaT YeCTO M TepamnusTa ce
cbo0Opa3siBa ¢ MAIMEHTCKUS OTroBop. benoapoOHaTa GpyHKIMs ce u3MepBa Ha |-us 4Yac, T.C. Clea
I'BPBUTE TPU OPOHXOAUIATATOPHHU 103U U MIPH BJIOIIABAHE CE€ MPEMUHABA HA MHTEH3WBHA TEpaInus
C KOPTHUKOCTEPOMJIM M OpOHXOAMIATATOPH. AKO MalUEHTHT € XOCIUTAJIU3UPAH B CIICLIHO
OT/eNICHHE Ce MpHUBEXJa B HMHTEH3UBHO OT/ENEHHE W IpH BIOLIABaHE CIIE] IPEOLeHKa ce
MOJITOTBS 32 MHTYOAIMS U MEXaHWYHA BEHTUJIAIINS.

Iloénuneane na puckosume paxmopu

1. Ce3aaBaHe Ha yMEHHUS U TIOJIKpPEIIa 32 CAMOCTOSITEITHO JICUCHHE Ha acTMaTa.

2. TlpeammcBaHe Ha JeKapcTBa WM CXeMa, KOATO CBEXIa 0 MHHHUMYM eK3arepOaruu.
KonTponupariure nekapersa, chabpikaim UKC, monmxkaear pucka ot ek3anepoanuu. [Ipu
nmarueHTy ¢ >1 ek3anepOarus npe3 MpeaxoHaTa ToJuHA Ce MPErnopbhbYBaT HUCKHU 03U
HUKC/formoterol u oOnexyaBama cxema (pa3pemieHo caMO 3a HHCKa J03a
beclometasone/formoterol u Hrcka go03a budesonide/formoterol)

3. HacbpuaBaHe W30STBaHETO HA TIOTIOHEB MM -aKTHBHO MYIICHE WM TIOTIOHEB JIUM OT
OKOJTHATa cpejia

4. Tlpu manueHTH ¢ TeXKa acTMa HACOYBAHE MAIlUCHTa KbM CIEIMATU3UPaH IICHTHD, aKO UMa
TaKbB, 3a pasrjekIaHe Ha J00aBSHETO Ha JIEKApCTBA W/WIM JICUYCHHE, OIMPEICICHO II0
U3CJIe/IBAaHE HA XPAUKUTE

5. Ilpu manueHTH ¢ MOTBBPJAEHA XpPaHWTEIHA ajeprus H30ArBaHe HAa CHOTBETHHTE XPaHHU.
OcurypeHa HaJJMYHOCT HA WHKCKIIMOHEH aJipeHaNIMH 3a ynorpeba npu anaduinakcus. [Ipu
MJIaId MOHOCEHCUOMITU3UPAHH MTAllMEHTH 00CHKIaHe Ha CIIeITU(UIHA IECCHCHOMTH3AITHS.

Ilpocneoasane na nayuenma cieo exzauepoayus

[IpocnensBane perymspHo cien ek3anepOarus, J0KaTo CHUMIITOMHUTE U
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oemonpoOHaTa PYHKIHS c€ HOPMAIIU3UPAT

Ex3anepbanunre 4ecTo Mpe/CTaBsBAT HEYCHEX B TPIKUTE 32 XPOHUYHA acTMa U €
HEOOXOMMO J1a C€ HAIlpaBH OIICHKA HAa PHKOBOJICHETO Ha JICUEHUETO
- HanpocnensBamniata Bu3uTa TpsiOBa J1a c€ IPOBEPHU JAJIH:

[MaruenThT pa3bupa mpUUYMHATA 32 M30CTPSHE HA CHMIITOMAaTHKara Jla ce oTcTpaHsT
pUCKOBHUTE (PaKTOPH, HAPUMEP TIOTIOHOITYIIICHE
[Ipunspkane KbM TepamusaTra H pa3dupaHe HEOOXOJUMOCTTAa OT NPHUIIATaHETO
[IpoBepka Ha MHXAJIATOPHUTE YMEHUS
Hanwmcan nnad 3a IeficTBHE 110 OTHOIIIEHHE HA acTMaTa

I1. IlpaBuia 3a 1o0pa KIMHNYHA NPAKTHKA NPpH OesioapodeH TPoMO0eMO0JIN3bM NPH JHLA
Haja 18 roaumHa Bb3pacr.

!!H[!QQ!EJIQHI/IE

benompobuusT  tpomboembonmm3zrm  (BTE) e  000o0menHo  Ha3BaHue  Ha
€THOINAaTOreHETUYHO CBBbpP3aHU €Talu Ha €IuH OOJIECTEeH IpoIeC - BEHO3HAa TpoMOo3a,
eMOoM3anus ¥ TpoM603a Ha KJIOH Ha OenoapodHa aprepus’. Ciaen MHMAPKT Ha MHOKapaa
Mo3bueH uHCyaT, BTE e tperoro mo wuyectota cCbplaedHO-chbaoBO 3abomsiBane (100-
200/100000/ romuna)®. IIpu oxomo 51% ot manumentute ¢ JBT ce Bepudurmpa BTES.
HezaBucumo oT ycmexure B NpPEBEHIMSTa U PA3BUTHUETO Ha OOpa3HUTE JUArHOCTHYHU
metoan, BTE mpoabmkaBa na e Texxbk MeaunuHcku npobiem. B 3amagna Epona ot BTE
roguiHo ymupat 317000 yoBeka, oT kouTto 34% c KapTHHA Ha BHE3aIlHA ChpJIe4Ha CMBPT. B
59% ot ciydante Ha cMBPT cBbp3aHa ¢ BTE, chusaT He € 1uarHoCTUIMpaH, KaTo eaBa B 7%
€ a/IeKBaTHO THATHOCTHIUPAH U JIEKyBaH",

[Tpenpaznonaramute dhakTopu, (haKTOPHUTE 3a JIOIIA MPOTHO3a U PUCK OT PEIUANBH HA
BTE 3a npencrasenu Ha ¢ur. 1. [Ipu orcheTBUe Ha nokazanu npoBokupamu gakropu bTE ce
TpreMa 3a ,,HeTIPOBOKMpaH” (C 4ecToTa 0KomIo 25%)>55,

[unarnosa

Junarnozara BTE e tpynna mopaau HecnenM(pUUHUTE KIMHUYHU CUMIITOMH U YECTO
OJIMTOCUMIITOMHOTO ITPOTHYAHE.

A. TIpn oTChCTBME HA XeMOAMHAMHMYHA HeCTAOMJIHOCT (95% OT HalueHTHTE®)
CBhbBPEMEHHUSAT AMArHOCTUYEH Ipoliec Mpotuya B 3 eramna (¢ur. 1):

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

OneHkara Ha KJIMHMYHATa BEPOATHOCT 3a OenoapoOHa emOoyiMs ce OCHOBaBa Ha
MHTErpupaHara OlleHKa Ha MHpopMalusaTa OT aHaMHe3aTa U KJIMHUYHATa CUMIITOMaThka. B
MpaKTUKaTa HAW-IIMPOKO MPHIIOKEHHWE 3a OLIEHKA Ha KJIMHUYHATa BEPOATHOCT HaMupar
cranfaptusupanute cuctemu Wells u Geneva (ta6m.1)%

Tadauua 1. Wells / Geneva ckanu 3a orieHka Ha puck 3a bTE.

Wells ckaJjia, kpurepuu Touku Geneva ckaJia Touku | Onpocrena
KpHUTepuu Geneva
IMpenxonna JIBT u/unu BTE 15 [Ipeaxomana JIBT 3 1
u/um BTE
Xupyprus (<4 ceagMHIIN) WIH 1,5 Xupyprus/TpaBma 2 1
uMoomm3anus (>3 J1HH)
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OHKOJIOTHYHO 3a00/IIBaHeE 1,0 AKTUBHA HeoIUIa3zMa 2 1

KpbBoxpax 1,0 KpbBoxpax 2 1
Taxukapaus >100 ya/mun 1,5 Chpaeuna yectora 3 1
75-94/mun
Copaedna yectora ) 2
>95/MuH
Kimanunu 6ene3u Ha JIBT 3,0 EnHocTpanHa Ooka 3 1

B JIOJICH KPalHUK

EnnoctpaneH oTok, 4 1
00JIKa TpU TaNITANS
Ha JI0JICH KpaHUK

OTcbecTBUE HaA  aJITepHATUBHU 3 Bw3pact >65 1. 1 1
JTUArHO3U
Kinnnuyna Bepositnoct 3a BTE | Coop IIpoueHT Ha Coop Coop
- TPUCTENEHHA OLEHKA TOYKH norebpiaed bTE TOYKH TOYKH
Hucka 0-1 10% 0-3 0-1
Mestcounna 2-6 30% 4-10 2-4
Bucoka >7 ~65% >11 >5
Kinnnuyna Bepositnoct 3a BTE | Coop
- ABYCTEINICHHA OLleHKA TOYKH
BTE e manko éeposmen <4 12% 0-5 0-2
BTE e mnozo eéepoamen >4 50% >5 >2

Bropu eran — npuioxkenue Ha D-qumep tecr:

Ilpy Hucka M MeXIMHHA KJIMHM4YHA BeposaTHOcT 3a BTE ce npenoppysa
n3BbpuIBaHe Ha D-gumep tect. InasmenoTo HMBO Ha D-guMep € MoBHIIEHO IPU aKTUBUPAHU
Koarynanus 1 GpuOpHHOIN3a, HO MOXKE J1a c€ MO3UTHUBHpPA HeCcHelU(PUYHO NpU Bb3IMAICHUE,
Heoru1a3Ma, TpaBMa, OpeMeHHOCT, ObOpedHa HeloCTaThbUHOCT U JAp. CtoitHocTH o <500
ug/l ca ¢ Bucoka HeraTuBHa mpenckasBamia croitHoct 3a JIBT m BTE u Ha mnpaktuka
M3KJIIOYBAT JUAarHo3ara. 3a Ta3u KaTeropus manueHTu TpuMecedHuar puck or BTE e mox
1%2. 3a marmenTH Hax S50 T. IPUIOKEHHETO HA BH3PACTOBO ajanTtupana Hopma (D-aumep =
BB3pacT x10 pg/l) moBumasa no 30% Opost Ha nmanuentute, npu kouto BTE ce m3kmousa
(BmMecTo 6.4% mpu cTaHzapTHaTa HopMma), 0e3 Ja ce yBelauuaBa Oposi HEJUarHOCTHUIMpPaHH
ciyaan Ha BTE'.

Benuku nanpeHTH ¢ BUCOKa KIIMHAYHA BepossTHOCT 3a BTE, a Taka cbiio Te3u ¢ Hucka
u MmexauHHa (mo Wells u Geneva ckanum), npu kouto D-maumep TecThT € IMO3UTHBEH,
MOJIeXKAT Ha aHTUKOATyJaHTHO JIEYeHUE J0 M3BHPIIBAHE HAa HEOOXOIMMHTE TUATHOCTHYHHU
o0pa3Hu METOMM.

Tpern etamn - 00pa3Hu IMATHOCTUYHH METOHM:
» KT nynmoanruorpadus (KTITA)
» Benrtunammonno/nepdysuonna (V/Q) cuuaturpadus
» YnTpa3ByKoBO U3cienBaHe Ha 1b00ku Benu (Y3U-/IB)

[Tpu weratuBuu KT anrmorpadus m Y3U-/IB wim V/Q cumnturpadus auarxosara
BTE mosxe 6Ge3zomacHo jga ce m3kimoun?. IIpy MO3NTHBEH pe3y/lTaT AMATHO3aTa ce CUMTa 3a

18



IMOTBBPACHA U MMAIUCHTHT NOJAJICIKH HaA JICUCHUC.
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Anroputbm 3a nosegeHue npu bTE

KnuHuuyHa OueHKa Ha OueHKa Ha
OueHKa Auamg@% puUcka JleueHue KAUHUYEH XoA4
N . n; :
KAMHUIHa OleHKa: -D dimer (BA) PESI v SPESI apenTepantn EreTE
. 12 *PUCK OT KbpBEHE
Geneva/ Wells Toukosa <KTMA <[ avcdyHkuma Opannu aHTMKoAryNaHTH NG R
OUEHKa Ha pucka -V/Q (unn SPECT) (ExoKr) & @ CKPUHUT
cumHTUrpadua «BK aunatauus (KTPA) E::::(:::‘:‘:N" Texami 3a XTENX npn
+KomnpecuoHHo Bewa Kasa puATpu CUMNTOMHU
V3U na B nauvenTn
AnropuTbMm 33 BUCOK MbpeuuHa KbPBEHE
Xemoau- puck BTE: BUCOK PUCK penepdysusn HAma Banuampann
HaMU4HO -KTNA — = Mogenu 3a oueHka
HecTabunHu +ExoKT npw amnca Ha SRR UIRERIE) npu BTE
Bucoka = KTMA N HecTabunHoct AHTMKOArynaHTHa
KAWHWUYHA HEKOHTPONMpaHa Tepanua
XMIIOTOHUA PELUANB HA BTE
BepoATHOCT -Komnpecuoneny3 MEXONHEH PUCK AHTUKOarynaHTHa CranpaprHa Tepanus/
MeskanHeH BUcoK Tepanua HeonpepeneHa
Xemogu- AnropuTbM 32 He- MesKanHEH HUCBK (*KusoTocnacasawa NPOABLMKUTENHOCT Ha
HaMHU4HO BUCOK pycK BTE: penepdysus) neuenvnero
cTabunum -KTNA
Hucka n +V/Q (SPECT) XTENX
MEKANHHA +) D cuuHTUrpadua AHTMKOArynaHTHa e .
KA - Ej) ~KomnpecuoHen Y3 HUCBK PUCK | repanun LIERLELE
KNIWMHUYHA imer (PaHHO n3nucsaHe) npocnesasaqe
BEPOATHOCT (BA)

XOPMOHANHA
KOHTPALIENUWNS/
3AMECTUTENHO
NEYEHUE

UMOBUAN3AUNSG
TPABMA Ul TPOMBOOUANS PEAXOAHA ABT
BB3NANUTENHN YPEBHU DAH_MEP
XUPYPTNS 3ABONABAHNA SATNBCT 9BAHE NEPCUCTUPALL

HENPOBOKWUPAH BTE

BBb3PACT XPOHHYHA CbPAEYHA

BPEMEHHOCT HEQOCTATBYHOCT
noCnerPoa0H

nePnoA

PAMNA

MBHENNON

XPOHWYHU BENOAPOBHN
3ABONABAHNA

TCEMINA PMCKOBM ®AKTOPM 3A
PUCKOBM GAKTOPU 3A -
ere ° KT/ExoKl PELIMAMBUPALL BTE
BUTANIHN NOKA3ATENN BUOXMMWNYHN MAPKEPY
®AKTOPU 3A

NIOUWA NPOrHO3A

®urypa 1. AnroputsMm 3a nosenenue npu BTE. (Mmomudunupan ot Konstantinides et al.
Pulmonary Embolism Update 2016°) BruoxumidnnTte MapKepy BKIIOYBAT: MAPKEPH 3a MHOKApIHA
yBpena (troponin), MapKepH 3a ChpjiedHa HEIOCTAThUHOCT- MO3bUeH HaTpuil yperndeH nentua (BNP)
unn  HeroBus mnpekypcop NT-proBNP; D-mumep — Bb3pacToBo amantupaHa CTOMHOCT;
Tpombodunmuu* — BkIrOYeHH ca camo aHTU(OCOIUIMHUIEH CHHIPOM W BHUCOKOPHUCKOBHUTE
TpoMbodpumnu (xerepozurorn Qaxkrop V Leiden, xomosurotu protrombin G20210A wmyrtanus,
aatutpoouH Il nedumur). PyruHHOTO M3cnenBane 3a TPOMOODMINN HE € IPETOPHYUTETHO 32 BCHUKH
narmentn ¢ BTE. JIBT — npnboka BeHo3Ha TpombOo3a; JIK — macHa kamepa; KTIIA- xoMImoTsp
tomorpadcka mynmoHanHa aHruorpadusi; ExoKIT — exokapmmorpadms; XTEIIX — xponwmuna
TpomOoembonnuHa mynmonanHa xunepronus; PESI — pulmonary embolism severity index; SPESI
onpocrteH PESI unnekc.

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

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

» Ilpu orcecrBre Ha ycnoBus 3a KTIIA cnena na ce u3Bbpmm exokapauorpadus (ExoKID),
IIPY HAJIUYHU JIAaHHHU 33 OCTPO Oen0JpoOHO ChplLE IUarHo3ara MOXe Ja c€ MOTBBPIAU C
VY3U-/IB u/unu tpancesodareanna ExoKI’

[Tpn manmentute ¢ xemoanHamuyHa HectaOWIHOCT U AaHHU OT KTIIA 3a BTE w/unm ot
ExoKI" 3a octpo 6enoapo6uo cbpue, u/umu ot Y3U-/IB 3a JIBT cneasa na ce mpeamnpueme
crienu(UIHO NeueHue: MEPBUYHA pernepdys3us?,
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[Tpu manmentute ¢ HeratuBHa KTIIA u Te3u 6e3 nanau 3a ocTpo 6e10poOHO ChpIle (0T
ExoKT') criesiBa 1a ce ThpCAT ApYrd JUArHOCTUYHHU MPUYMHH 32 ChCTOSHUETO M.

Knacupukanus na nanuenture ¢ bTE

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

1 Bucoxo-puckoBusaT (MacuBeH) BTE e cwhc cmbptHOCT >15%. HabmiomaBa ce mpu
OKJTy3Hs Ha >50% OT IMyIMOHATHHUTE apTepHH U ce AeUHUpPA OT HATUYHH 2

» 11loKOBO CHCTOSIHUE W/HMITH KIIMHUYHA CMBPT

» Xwunoronus (cucronno AH<90 mmHg nmm cnag va AH ¢ >40 mmHg 3a noseue ot 15
MUHYTH), HEIPEAU3BUKAHA OT apUTMHUSI, CETICUC HJIU XUIIOBOJIEMHUSL.

2 WNutepmenuepen puck (cyomacuBen) BTE e c¢ puck or cmbpt 3-15%, Hamara
XOCHHUTAJIM3AINSA, MOHUTOPHHI Ha KIWHHUYHOTO CBhCTOSHHE W  aHTHKOATYJAI[Hsl.
XapakTepusupa ce c2:

a. KiiuHU4YHA olleHKA HA PUCKA MOCPEeICTBOM BAJMIAUPAHU CKaIHU (Ta0I. 2):

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

» SPESI (Simplified pulmonary embolism severity index) > 1 Touku (puck ot cmbpt >10%)

0. Mapkepu 3a gecHokamepHna (AK) nuchynxuus

» JIK munaranus u nucyHKIUS, OlleHEeHU upe3 TpaHcTopakaimHa ExoKT

» JIK munaranus, ouenena ¢ KT (JAK/JIK >1)

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

» Bucoku HajsiraHUs B ISCHU ChPACYHH KYXUHU MPH JISICHA KaTSThPHU3aIIUs

B. MapkepH 3a MHOKap/HA Je3usl

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

Tabauna 2. Banuaupanu ckaiau 3a olieHka Ha kimHUYHUS puck npu BTE: Pulmonary
embolism severity index (PESI) / Simplified pulmonary embolism severity index (SPESI)2.

IMoka3aren PESI Touknu SPESI Touxkn
Br3pact bpoi rogunu I topu>80r
MBKKH 1107 10T
OHKOJIOTUYHO 3a00JIsIBaHE 30T I
XpoHUYHA cepaeuHa | 10T
HEJIOCTAaThUYHOCT .

XpoHnyHo 6enoapoOHo 3a0onsBane | 10 T

[Tyncosa uectora >110 yn/mun 20T It
Cucromnuao AH <100 mmHg 30T It
Jluxarenna yectora >30/MuH 20T
Temnepatypa <36 °C 20T
Hapymeno cb3nanue 60 T
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cmbpTHOCT (0-1.6%)

Hucobk puck

Knac II: 66-85 1, cMbpTHOCT
1.7-3.5%

AptepuasiHa  okcuxemoryioonHosa | 20 T It
carypamus <90%
Crparndukanus Ha pucKa
MHOro HUCBHK PUCK Knac I: €65 1, 30-nHeBHA 0 T, 30-nueBHa

cMbpTHOCT 1%

YMepeH puck

Knac I: 86-105 T,
cmbpTHOCT 3.2-7.1%

Bucox puck

Kmac IV: 106-125 T,
cmbpTHOCT 4.0-11.4%

MHOro BUCOK pUCK

Kinac V: >125 1, cmbpTHOCT
10.0-24.5%

> 1 1=30-gHeBHa
cmbpTHOCT 10.9%

3. HemacuBuusit BTE e c puck ot cmbpT <3%. [IpoTnya 6e3 mposBu Ha XUIIOTOHUSA, 0€3
nanau 3a JIK aucyHKmus v/ MuoOKapaHa je3us. Bogenm ca pecnupaTtopHUTEe CUMITTOMH:

3alyx, TIUIeBpaJiHa OOJKa, Kalluluia, KpbBOXpak, (eOpumuTer.

ACXOCIIUTATIU3 AU WM HIPOBCKAAHEC HA JOMAIIIHO JIC‘-ICHI/ICZ.

Jleuenue

IHoBenenue npu Bucok puck (Macusen) bTE
I. Kopekuusi Ha XeMOAMHAMHUYHHTE HAPYIIEHHUS] M JedeHHe Ha jJUXaTeJIHATA

HEA0CTATBbYHOCT

Bb3MoxxHa e paHHa

a. Kopexknusi Ha XHIIOTOHUSATA: TTOCPEICTBOM ONTHMHU3HMPaHE Ha NpeaHaToBapBaHeTo Ha JIK
(mpeumsupana nH(py3MOHHa Tepanus, pu KoHTpoua Ha [IBH); Ba3onpecuBHu nexkapcTBeHH
NPOAYKTH: mpeanounta ce noradrenaline nngdysus; Dobutamine u Dopamine ca noka3anu
3a MPUITO’KEHNE TIPU TALMEHTH C HECBK ChpieueH Je6uT 1 HopmaaHo AHZ.

0. [Ipu xumokcemMuyHa AUXaTeIHa HEAOCTATHUYHOCT CE TpUIIara JI03upaHa KUCIOPOIOTEPSIINS
(BKJI. IpY TIOKA3aHUSI MEXaHUYHA BEHTHJIALHS).

Il.  IIbpBu4yHa penepdysus

1. ®ubGpuHoMTHYHA Tepanmus e NoKa3aHa npu BHcOK puck (MacuBen) BTE, xato
HaMaJIsiBa CMBbPTHOCTTA U PELUIMBUTE, HO IOBMIIABA YECTOTATa HA MHTPAKPAHUAIHUTE

XCMOparuu 1 MTHOUACHTUTC HAa MACUBHO KbPBCHC

AOCOJIIOTHY NPOTHBONOKA3AHUSA:

2,5

- XeMoparudeH MHCYIT WM UHCYIT C HEACHA T'eHE3a
- HcxeMuueH MHCYNT ¢ AaBHOCT 10 6 Mecela

- Tpasma Ha [IHC nim MeTacTaTU4HO aHTaXKUpPAHE

- CpbueraHa TpaBMa, BKIL. IJ1aBa, roJisiMa XUPypruyHa HHTEPBEHIUS 0 3 CEAMULIN
- l'acTpouMHTECTHHAIIHO KbpPBEHE B MOCIEIHUS | Mecel

- H3BecTHO aKTUBHO KbPBCHC
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Ta6auua 3. JlekapcTBeHH NMPOAYKTH U 1034 32 pudpunosnusa npu BTE?

rtPA 10 mg/10 mun + nady3us 90 mg/2 gaca
i 0,6 mg/kxr 1.T. 32 15 MuH (MakcuManaa go3a 50 mg)
2. IIpu macuBen BTE u mnporuBomokazanusi 3a ¢GuOpwHOIM3a B CHOOpaKeHHE ca
XUpyprudecka eMOOJIEKTOMUS, MepKyTaHHA KaTeThp eMOOICKTOMHUS Wi

embondparmentanus®. JlokanHaTa KaTeThp-HACOYEHA YITPa3ByK-aCUCTHpaHa GuOPUHOIM3A B
Hucku no03u (10-20 mg rtPA) B koMOuHanus ¢ XemapuH BOJAU 10 Obp3a XEMOJIWHAMHYHA

CTa6I/IJ'II/I3aI_II/IH, 0e3 Jia moBHIIaBa ChIICCTBCHO YECTOTAaTa HA XEMOPAIrn4HUTE YCJ'IO}KHGHI/HIS.

IHoBenenue npu Hemacused bTE
IMannenture ¢ Bucok nHTepmenuepen puck 3a BTE (PESI rpynu 3-5, ¢ nannu 3a

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

CTPUKTHO J1a C€ MOHUTOpHUpAT MoHe 48-72 yaca ¢ orjej cCTapTUpaHE Ha KUBOTOCHACsSBaIla

penepdy3HOHHA Tepanus MpH M0sABa Ha 6elle3d Ha XeMOANHAMIYHA HECTaOMIHOCT>,

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

IIPOBEJIE AaHTUKOATyJIaHTHA TEparHsl.

AHTHKOATYJIALUA:

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

» XenapuHu ¢ HHCKO MoJieKyJaHO Teriio (LMWH) u antu-dakrop Xa jekapcrBeHH
npoayktu. lloka3zanu ca npu Bcuuku mnanueHtd c¢ HemacuBeH BTE, kouto Hsamar
O0pOpeuHa HemocTaThbuHOCT. [IpHUIOKEeHHeTo UM B YCTAaHOBEHUTE JI03U HE CE€ MOHHTOPHUPA
n1abopaTopHoO.

>

Tadoauua 4. /1o3u 32 noako:xxHo npuJiokenne Ha LMWH u Fondaparinux (anTtu-daxrop

Xa) npu nauueHTu ¢ HeMacuseH BTE

/AneBHa 1032 HMHTepBaJ HA IPUIIOKEHHE
Enoxaparine 1 mg/kr T.T. Ha 12 yaca
Nadroparine 0.1 ml/10 kr T.T. Ha 12 vaca
Fondaparinux 5 mg (1.1. <50 k1) Ha 24 yaca

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

Awnruxoarynaruara ¢ Heparin, LMWH umu Fondaparinux npoasmkasa 5-10 man’®,
LMWH wunu Fondaparinux ce npegnouuntat npeg HOX B octpus craamii Ha BTE nopanu mno-
pPEIKH XEMOparuyHW YCIOKHEHUS M MO-HUCBK PHUCK OT TPOMOOLMTONEHUS (XerapHH-
MHIyLIUpaHa TPOMOOLIUTOIICHHUS).

HedpakunonupaHusaT XenapuH ce NpeanoynTa Npy NalueHTH: P KOUTO ce 00ChxkK/Ia
nbpBUYHa pernepdysus  (GubOpuHONIM3a/MHTEpBEHIIMOHANIEH TMOJAXO0[J); MNpu OBOpeuHa
HepocrarbuHoCcT (CrCl <30 mn/mun); npu u3pasen odesurac. IlpuunHuTe 3a Ta3u npenopbka
ca: mo-kpatkusT noaykuBoT Ha HOX, necen koHTposa Ha edexrta My (u3cienBane Ha aPTT),
BB3MOKHOCT 32 OBbP30 HEyTpalu3upaHe ¢ MPOTaMUH.
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AHTHKOAryinauusara ¢ HMHIMPEKTEH aHTHKoaryiaant (BuramuH K aHTaronumer -
Acenocoumarol, Warfarin) creasa na 3amoune 24-48 dyaca OT Ha4yajlOTO Ha JICYEHHETO.

3actenBadero ¢ HOX niu LMWH e 4-5 nuu, karo mapeHTepanHaTa aHTHKOAryJanus ce

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

IIpn nmanmenTn ¢ HUCBK puck oT BTE npuiokeHueTro Ha T.H. HOBU INEPOPAIHHU
antukoarynantu (HOAK) moka3za cxomna TepamneBTHYHA €(EKTUBHOCT B CpPaBHEHHUE C
KIIACHYECKUTE CXEMM HA JIeYeHHe TIPH MO-HMCKO HHBO HA XEMOPATHMYHH YCJIOKHEHHS>".
IIpennMcTBara ca, 4e JIEUEHUETO € C €AMH JIEKapCTBEH MPOLYKT U HE CE Hajlara 3aCTbIIBaHE,

CKBCsIBA C€ OOJTHUYHMST HpeCTOﬁ, oe3 Jla CC BJIOIIaBaT TCPAIICBTUYHUTC PC3YyJITATH.

Taouauna S. [lpuio:kenne Ha HOBM NepopaHu aHTHKoaryJaanTu npu bTE

JIEKAPCTBEH MPOXYKT Hacumama no3a HMopabpxama 103a
Dabigatran Hauanna Tepanus ¢ 2*0,150/mu
TpoMOHMHOB HHXUOUTOP napeHTepaieH

aHTuKoaryiaant 5-10

JTHH

Rivaroxaban 2*0,015/m1 3a 3 0,020/mu
Jupekten dakrop Xa uHXUOUTOP CeIIMUIIH
Apixaban 2*0,010/mnm 3a 7 gau 2*0,005/n1
Jupekren dhakTop Xa HHXUOUTOP

[TpoabKUTETHOCTTa Ha aHTHKoAaryidaHTHoTo Jjeuenue npu BTE crnensa ma Obne
IIoHEe 3 Mecela.

IIporuo3a Ha 3a060/19BaHeTO:

[Tpu anexBaTHO quarHocTUIMpaHy U JekyBaHu nauueHT ¢ BTE 30- JHEBHATA
CMBPTHOCT Bapupa Mexay 9 u 11%, a TpuMecednara - mexny 9 u 17%2. Asronusara Ha
yJIMOHAJIHUTE TpoMOu dyecto He e mbiHa. Cien octsp BTE u enHoroauiien kype Ha
aHTHKOAryJaHTHO JieyeHue nepdy3noHHaTa CUUHTUrpadus yctaHossiBa npu 35% ot
OOJTHUTE MaJIKH OcTaTh4HU nepdy3nonnu aepextn (B 90% ot ciyyante ca moxa 15%).

YectoraTta Ha paneH peunauB Ha BTE (Ha ¢poHa Ha aHTHKOAryJIaHTHO JIEYEHUE) €
2% wna 2-pata ceamuna, 6,4% Ha 3-tust meceny u 8% Ha 6-TUs1 Mecell.

KbcHute penmauBm Ha 3a00isBaHeTO (Clie]] CIMpaHe Ha TepamusTa) ca ¢ Hail-
Brucoka dectota (13%) mpe3 mbpBute 6-12 mecemna. Cren mbpBaTa roJMHA YecTOTaTa Ha
peruauBY € 3-5%/TouIHo, KyMynaTHBHO 23% Ha 5-tata u 30% Ha 10-taTta romuaa’. Tlpn
HenpoBoknpaH bTE dyectora Ha penuanBy € mo-BUCOKA.

XpoHnyHa TpomboeMOonanuHa mynMmoHanHa xumneptoHus (XTEIIX) ce ycranossBa
npu 0.4-6.2% ot maumenture ¢ npexusasan BTE, cpenno 3.4%82. Jlnarnosara ce mocrass,
ako cnes 3-mMeceyHO e(EeKTHBHO JIeYCHHE C AaHTHUKOAryJlaHT, INpH JSICHA CbpjAeYHA
KaTeTbpHU3allsg Ce YCTAaHOBU CpPEAHO MyIMOHanHO Hamarane >20 mmHg, GemonpobHo
CBI0BO chIpoTuBineH: >3 Wood exuruny (240 dynees/cm®). 3aqbIKUTENHE TONBIHUTEIHNA
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ycnoBus ca: A/ Hanuuune Ha oHe 1 cermenTeH aedekt B nepdy3usara ot V/Q cuuHTUrpadus
w KAT-niynmoanruorpadus; b/ Hopmanuo mynMo-kanuiaspro Hansrane (wedge-pressure);
B/ OrcbecrBue Ha KIMHUKO-IA0OPATOPHH JaHHM 3a JPYro 3a0ojsBaHe, OOsCHSBAIIO
HaXO0JIKaTa.

I11. XapakTepucTuka u enuaeMuosorus Ha 3adoasasanero XObb

XponuuHata oOCTpykTuBHa Oenonpobna Oonect (XOBB) e decto cpemana, mpeaoTBpatuma U
JgedrMa OoJiecT, XapaKTepu3upana ce ¢ HepCUCTUPAILY PECIHUPATOPHU CUMIITOMH U OOCTPYKIHS
Ha JUXaTCIHUTC II'bTHUIIA H/uau AJIBCOJIApHU YBPCIKAAHUA, o0MYaiiHO MNPUYIUMHCHU OT 3Ha4YMMa
SKCIIO3UIIHS Ha BPSTHH YaCTHIIU WM Ta30Be.

Haii-dyecTuTte pecnupaTopHy CUMIITOMH Ca 3aJ1yX, KallUTKIA 1/WIH SKCIIEKTOPALIUSL.

[TareHTHTe NOALCHSBAT TE3U CUMIITOMH.

OcHoBau puckoBu (aktopu 3a XOBb ca TIOTIOHOMYyIIEHETO, EKCIO3UIUATA MPU HU3TapsHE Ha
Ouomaca W 3aMbpCABaHETO Ha BB3Ayxa. [Ipenpasmomaramy (akTopy ca TeHETUYHH AaHOMAJIHH,
nedeKTyu B pa3BUTHETO Ha Oenute qpoboBe u Obp30TO cTapeeHe. B mporuuanero Ha XObb nma
MEPUOIM Ha OCTPO BIIOIIABAHE HA PECIHUPATOPHUTE CHUMIITOMHU, HapeueHu ek3arepOauuu. [Ipu
noBeuero nanueHTd XOBb e cBbp3aHa cbC 3HAUMMHU CHIBTCTBALIM XPOHUYHU OOJIECTH, KOUTO
MOBUIIIABAT MOPOUTHOCTTA U MOPTAJIUTETA.

Bbponxuannara actMa e pucKoB (pakTop 3a pa3BUTHETO Ha Bb3AyIIHA o0bcTpykuus u XOBbb.

B cBera or XObb 3a 3acernatu Hag 300 MiaH GOJHU, KaToO 4eCTOTaTa CIOPE] Pa3jiMdyHU aBTOPH
Bapupa ot 6 10 10%. IlpoBeneno B bbarapusi mpoydBaHe, ycraHoBsiBa dyectora Ha XOBb B
[IneBenckus pernoH okoiso 15%.

XOBb e cpen BojenmMTe NPUUUHU 32 OOJECTHOCT U CMBPTHOCT B CBETA W BOJAM JI0 3HAYUTEIHA U
HapacTBallla COLMAJIHA U MKOHOMHYECKa TexecT. lIpensmxna ce oT mecta Boella NMpUYMHA 3a
cmbpTHOCT Tpe3 1990 r. XOBb me 6bvae tpera mpe3 2020 r. u yerBbpTa npe3 2030 r. Ouvaksa ce
npe3 2030 r. XOBb na 6bae ceaqma mpuyrHa 3a MPEKACBPEMEHHA CMBPTHOCT M MHBAJIUAHOCT B
cBeTa crpsMo ABaHazgeceta no3unus npe3 1990 r. XObb e npuunna 3a 56% oT pasxoaute 3a
pecnupaTopHu 3a0omnsBanus B EBponelickus cbio3 (38,6 Muia. eBpo).

Kpurepuu 3a nocraBsiHe Ha AuarHo3ara

XOBB Tpsa0Ba na ce moao3upa Npu BCUUKHU NAIIUEHTH C OIUIAaKBaHUS OT 3a]lyX, XpPOHUYHA KallUIMIIA
W/WIN eKCHEeKTOpaluss M JaHHM 3a eKCHO3MLHUS Ha PHUCKOBU (akTOpH. 3a MOTBBpPXKAAaBaHE HA
JMarHo3ata € HeoOXOIMMO TMpoBeXJaHe Ha (YHKIMOHATHO U3CJIEIBaHE Ha JAMIIAHETO
(ciupometpusi) ¢ Oponxoaunararopet tect. CrotHomeHne Ha PEO1/OBK

<0.70 cmem OpoHXomwnartamus TOTBbpPKJaBa aAuarHozara. Chnmpomerpusita €  Hail-
BB3IPOU3BOIMMOTO U OOEKTUBHO U3MEPBAaHE HA BB3/YIIHATA OOCTPYKIHSI.

JAudepennuaHa 1uarLo3a

Hudepenunannara nuarso3a Ha XObb Ha mbpBO MsACTO TpsAOBa J1a BKIIIOUBA
OponxuanHa actMa. [Ipu HIKOM MalLMEHTH C XpOHU(]UIIMpaIa acTMa pa3rpaHUYaBaHETO Ha JIBETE
CBbCTOSIHUS HE € Bb3MOXHO ChC CEralllHUTE TUarHOCTUYHU METOJAU U CE IIPUEMA, Y€e TE€
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CBIIECTBYBAT €JHOBpeMeHHO. [Ipu Te3u mamueHTH jJedeHneTo € mojo0HO Ha ToBa Hpu actMma. B
nuQepeHIMaTHO JUarHOCTHYEH TUIaH TpsiOBa J1a ce OOMUCIIAT U cleHUTe 3a00/IBaHUs: 3aCTOMHA
ChpJIeuHa HEAOCTaThYHOCT, OPOHXUEKTaTHYHA OoJIecT, TyOepKy03a, o0iuTepupan] OpOHXHUOINT U
mQy3eH MaHOPOHXHUOJIHT.

Krnacudukanus Ha TexecTTa Ha OOCTPYKIMATA Ha BB3AYIIHUTE ITBTHIIA, Oa3upaHa Ha CTOHHOCTUTE
Ha ®EO1 cnen OpoHxoauIaTanus:

[Tpu natmentn ¢ PEO1/DBK <0.70

GOLD 1: JIeK ®EO1 > 80% ot npeaBuaeHoTo
GOLD 2: yMepeH 50%< ®EO1 < 80% ot npeaBuieHOTO
GOLD 3: TEXKBK 30% < ®EO1 < 50% ot npeaBuaeHOTO
GOLD 4: MHoro Texsk  DEO1 <30% ot npeaBuaeHOTO

Ouenka HA CHUMIITOMHUTE

JlocThIIeH HHCTPYMEHT 3a U3MEpBaHe Ha 3aayxa ¢ ckaiata Modified British Medical Research
Council (mMRC). Ts xopenupa g006pe ¢ ApyruTe MHCTPYMEHTH 3a U3MEpBaHe Ha 3/IpaBHUS CTaTyC
U € MPEIUKTOP 32 PUCKa OT CMBPT. 3a IUIOCTHA OIIEHKa Ha cuMnTomMuTe ce npernopbusatr COPD
Assessment Test (CATTM) u COPD Control Questionnaire (The CCQO).

Kom0unupana cxema 3a olieHKa

CUpOMETPUYIHO Onerka Ha Orenka Ha
NOTBHPEHA OTrpaHMICHHUCTO Ha CHMITTOMHTE/pUCKA
JMarHo3a BBSAYLIHHUS TOTOK OT ex3arepbanum

> >

AHaMHe3a 3a
yMepeHa Wi
TeXKKa
ex3anepoauns

Crenen ®EO1
(% ot
MIPEABUACHHS)

GOLD1 |>80

GOLD2 |50-79
GOLD 3 |30-49
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GOLD 4 <30 >2 wmm >1 Bozema

JI0 XOCHHUTAIH3aLUs

C D
DEQL/DPBRK=<0.7 0 i 1
(6e3 a BoIAT 10
XOCIHHTAIN3ALIHSA ) A B

cned

MMRC 0-1 | mMRC > 2
CAT<10 |CAT=>10

CuMIITOMHU

@ur.1 KomOunmpana cxema 3a onenka Ha mnamuenta ¢ XOBb. GOLD - I'moGamna
ununuatuba 3a XObb; ®EO1 — ¢gopcupan excrimparopen obem 3a 1 cekynaa; ®BK — dopcupan
BurtasieH kamanuteT; mMMRC: modified Medical Research Council dyspnea questionnaire; CAT™:
COPD Assessment Test™

Tepalmﬂ 3a IIPEBCHIMA U MOJAAbPIKAIAa Tepanunus

CrnrpaHeTo Ha TIOTIOHOITYILIEHETO € KIYO0BO

dapmakoyiorHyHaTa Tepanus Moke Ja Hamanu cumnrtomute Ha XOBb, kakto U
YyecToTaTa M TeXecTTa Ha eKk3alepOaluuTe 1 J1a HoJo0pu 3/IpaBHUS CTaTyC M TOJIEpaHca
KbM (hPU3MUECKO HATOBapBaHE

Bceeku (apmakoTepaneBTHUeH pexXuM TpsiOBa Aa ObjJe MHAMBUAYaAJIM3UpPAaH U BOJEH
CIOpe]] TeKeCTTa Ha CUMIITOMUTE, pUCKa OT eK3alepOaluu, CTpaHUYHUTE JeicTBu,
KOMOpPOUJAHOCTUTE, HAJMUYMETO Ha JIEKAPCTBEHU MPOAYKTH M II€HAaTa UM, KaKTO U OT
OTrOBOpa Ha MallMEeHTa, MPEANOYHaHMUITa My U CIIOCOOHOCTTA Jla M3IMOJI3Ba PA3IUYHU
YCTPOMCTBA 332 MHXAJIMUPAHE.

WNuxanaTopHaTa TeXHUKa TPsIOBa /1a C€ OLIEHSBA PEIOBHO.

[IpoTuBOrpuMnHaTa BaKCHHAIMS HaMallsiBa 4YeCTOTaTa Ha WHQEKTIMUTE Ha JOJHHUTE
JUXaTETHU ITbTHUIIA.

[THeBMOKOTOBATa BaKCHHALMs HaMallsiBa UHPEKIUUTE Ha JOJTHUTE JUXATEIHH IIbTHILA.
benonpobHara pexabunuranus mog1o0psiBa CAMOTOMUTE M Ka4€CTBOTO Ha JKHUBOT.

[Ipn namueHTHTE C TEXKAa XPOHWYHA XUIIOKCEMHUS B IMOKOHM, HpPOABIKUTETHATa
KHUCJIOPOAOTepanust mo1o0psiBa MpeXUBIEMOCTTA.

[Ipy manmMeHTH ¢ TeXKa XpOHHWYHA XWIIEPKAIlHUS M aHaMHE3a 3a XOCHUTAIW3alus 3a
ocTpa JuxareiHa HeJOCTaThbUHOCT, IPOAbDKUTEIHATA HEMHBA3UBHA BEHTUIIALIUS MOXKE
Jla HAMaJIl MOPTAJIMTETA U Ja IPEAOTBPATH Pe-XOCIIUTAIN3ALUATA.

IIpu onpeneneHu MalUeHTH C HampeAHaln eMduzeM pedpakTepeH Ha ONTHUMU3UPAHU
MEIULUHCKH TPUXKH, XUPYPTUUHUTE M OPOHXOCKOICKM HHTEPBEHIMM MOXE Ja ca
ITOJIE3HU.
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OcHnoenu zpynu nekapcmeenu npooykmu, npenopvusanu npu cmaouana XObb

Bponxoaniaararopu

JlekapcTBeHn mpoAykTH, KouTo mnoBumasar PEO] wim HOpoMEHST Jpyrd CHUPOMETPUYHU
napaMmeTpH, OOMKHOBEHO KaTo Bb3/EHCTBAT Ha IJ1aJIKaTa MycKyJaTypa, ce HapuuyaT
OponxoaunaTaropu. Te 06ieKYaBaT U3AUILIBAHETO, HAMAJIABAT JUHAMUYHATA

XurnepuHpIanyus B MOKOH U npH (GU3NYEcKo ycuiine, monolpssar ¢puzndeckus kananurer. Morar
Jla ce IpujaraT KaTo JIEKapCTBEH IpPOAYKT, KOMTO ce M3Moi3Ba caMO INpU HyXJa WIH KaTo
koHTponep. [Ipu neuenue na crabunna XOBb ce npeanounTa nHXamaTopHaTa Tepamnusi.

N360pbT Mexay 2-aroHUCTH, aHTUXOJUHEPIULM, TEOPUINH UM KOMOMHHMpaHA Tepanus 3aBUCH
OT UHJUBUAYAIHNS OTTOBOP Ha MALMEHTAa U OT CTEIIEHTAa HAa ChTPYAHUYECTBO IIPU JICYEHUETO.

32-aronmncTu

e Kkparko aeiictBamnu B2-aronnctu (b2AK/T): Salbutamol, Fenoterol

e eiro aevictBamu B2-aronuctu (B2AJ1J]): Salmeterol, Formoterol, Indacaterol,

Vilanterol, Olodaterol

OcHoBHOTO JeiicTBHe Ha [B2-aroHUCTHTE € Ja pellakchpaT TIJaJKara MYCKyJaTypa, KaTo
cTumyiupar B2-agpeHepruyHuTe pelenTopu ¢ MOBUIIaBaHe Ha HUKIMYHUA ~AMO.
[TpoabInKUTEIIHOCTTA HA IelicTBUE Ha 32-aroHuCTUTE € CpeTHO MeKTy 4 u 6 Jaca.
Ynotpebara - penoBHo wiu npu Hyx1a, Ha B2AKJl nonobpssa ®EOI u obnekyaBa CUMIITOMUTE.
[IpenmopbunTEIIHO € M3BBH eK3arepOanus aa ce npuemMar npu Hyxkaa. Ynorpedbara nHa b2AKJ[ BsB
BHUCOKH JI03H MPHU MAIMEHTH, KOUTO Beye MpUeMaT JIEKapCTBEHU MPOAYKTH, chabpxkamu b2AJ(/],
HE CE MpenophyBa IMOPaTUd BB3MOKHHUTE CTPAaHWYHM JICHCTBUS, JIMIICaTa HA JOKA3aTeJICTBAa 3a
e(eKTUBHOCT U PUCKA OT Pa3BUTHE HA TaXU(PUIAKCHUS.
B2A 11 3nauurtenno nmogobpsBatr ®EO1, nucnHesTa, kKadeCTBOTO HA )KUBOT, HAMaJIsBAaT YeCcTOTaTa
Ha eK3alepbanunTe, HoO He MOBIUSABAT HA CKOPOCTTA HAa CHIYKABaHE HA
OenoapodHaTa pyHKIMS U cMbpTHOCTTA. Salmeterol monmkasa yectoTata Ha XOCHUTAIM3AIUNTE.
Indacaterol, Vilanterol u Olodaterol ca [32-arouncta ¢ 24 4acoBo
JCHCTBHE, €MHOKPATeH TpUeM, ¢ T00Bp edeKT BBhPXY IUCIHESNTa, 3IPABOCIOBHOTO CHCTOSHHE,
gyecToTaTa Ha ek3aiepoanunre, ¢ 100sp npodui Ha 6e30macHOCT. BpoHXouIaTaTOpHUST
edeKT e 3HauuTenHO no-eeKkThBeH B cpaBHeHue ¢ Formoterol u Salmeterol, u mogoGen Ha To3H,
Ha Tiotropium.
[Ipeno3upanero ¢ 32-aroHUCTH MOKE /1a I0BEJE O CUHYCOBa TaxUKap/aus, TPEMOp, 0COOEHO MpH
MO-Bb3PACTHU MAIMEHTH, PSAKO XHUMOKanueMus (IpU €THOBPEMEHHO TMpHUeMaHe C THAa3UTHU
JTUYPETHULIN).

AHTI/IXOJII/IHepFI/IHI/I

e Kkpatko neiictBany anTuxonuHepruiy (AXK/): Ipratropium bromide
e 1eyrO AelicTBamy antuxonuueprumu (AX/1J1): Tiotropium bromide , Glycopyrronium
bromide, Umeclidinium bromide, Aclidinium bromide

AHTHXOJMHEPTUIIUTE OJOKHpAT alleTUIXOJUHOBUS €(PEeKT Ha MYCKapMHOBHUTE PEIENTOpPHU, KATO
MPOMEHSAT MpPEJaBaHETO Ha HEPBHUTE HUMITYJICH B TPETaHTJIHOHAPHUTE BPB3KU. Tiotropium
nposiBsiBa (hapMaKO-KMHETHYHA CEJICKTHMBHOCT MO OTHomeHue Ha M1 u M3 penenropure.
Cpemnara Mpoab/IKUTENHOCT Ha aeiictBrueTo 3a Acclidinium moctura mo 12 gaca, a 3a Tiotropium,
Umeclidinium u Glycopyrronium gocturat no 24 yaca. Tiotropium HamayisiBa ek3amepOanuure u
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CBBP3aHUTE C TAX XOCHUTAIM3ALMH, MOJOOpsiBA CHUMITOMATHKAaTa M OOLIOTO 3IPaBOCIOBHO
CBhCTOSTHUE, TOTIPUHACS 32 €)EKTUBHOCTTA Ha

O6enmonpoOHaTa pexaOuiMTalus, HO HE OKa3Ba BIMSHHUE BBPXY CKOPOCTTa Ha CHH)KaBaHE Ha
OemonpoOHaTa PYHKIHS U PECKA OT ChbPACUYHO-CHIAO0BO 3a0omnsiBane. Aclidinium,

Glucopyrronium u Umeclidinium ca ¢ mogqoOHU XapaKTepUCTUKU. AHTUXOJIUHEPTULIUTE ca C

n00bp mpoduii Ha 0e30macHOCT, HUCKA a0COpOIHs, KOSTO HaMalsiBa MpOsiBaTa HA CUCTEMHUTE
edextu. Hali-uectute crpannunu eexkTH ca cyxoTa W/WiIM METaleH BKyC B ycrarta. M30srBar ce
MIPY MALMEHTH C TJIAyKOMa U MPOCTaTHA XUTIEPILIa3usl.

B2AIJI u AX]JI/] ca npennoynTaHu B CpaBHEHUE C KPATKOJCUCTBALIUTE JIEKAPCTBEH MPOMYKT C
M3KJTIOYEHUE 32 MAIUEHTUTE C PSAAKO U3SBSBAIL CE 3aTyX.

[Tpu manmentute ¢ XObb HavanHara Tepanust MOKe J1a BKJIIOUBA €AUH UJIU JIBA

OBITONeHCTBaIIM OpoHxoamnaTatopu. [Ipu mamWeHTH ¢ TepcucTupan] 3aayX JIeKyBaHU 0
MOMEHTa C €IMH OpPOHXOAMIIATaTOP, TPSAOBA 1a ObJIe BKIIOUYEH BTOPH TAKbB.

MeTHIKCAHTUHH

Te neiicTBaT KaTo HecelleKTUBHU (QochoIuecTepasHn HHXUOUTOPH.

[Ipu ynotpebara Ha Theophylline e ycraHoBeHO moAoOpsiBaHe (YHKIMSATAa Ha HMHCIIHpATOpHATa
Myckynatypa. KnubpbHca Ha JeKapcTBEH MPOIYKT ce 3abaBsi C HampeABaHe HAa Bb3pacTTa.
Jlo6assineto Ha Theophylline xbM TepanusTa cbe Salmeterol Boau 10 mo- 3HaYMMO MOAO0OpsBaHE
Ha Ha ®EOl u 3amgyxa, OTKOJIKOTO MoOHOTepamus camo chc Salmeterol. Huckute m03u Ha
Theophylline wamansBar decTtoTaTa Ha ek3anepbanuure, HO HE IMOBUIIABAT TOCT-
OpoHxoaAUNIaTaTOPHUTE (DYHKIIMOHAIHU TOKa3aTeld. TOKCHMYHOCTTa € J030-3aBHCHMa, C Mallka
TeparneBTHYHA I[IUPHUHA, a Hal-100bp edekT ce HabmogaBa TPH BUCOKU JO3W, OJU3KH JIO
TOKCHYHHUTE. Morar na ce HabmogaBaT MPHUCTHIM OT apUTMHM, MPUNAAbLUU TUll ,grand mal”,
ri1aBo0osre, 0e3ChbHHE U TajICHe, PEAKINK C IPYTH JIEKAPCTBEH MPOAYKT (IUTHTAIIUC).

KomOnHnpanu JiekapcTBeHH NPOAYKTH
o KOM6I/IHI/IpaHI/I ABITO ,Z[eI\/'ICTBaIJ_II/I B32-aronuctu ¢ ABIITO HeﬁCTBaLHH AHTUXOJIMHCPIrUu:
Glycopyrronium / Indacaterol, Umeclidinium/Vilanterol, Tiotropium/Olodaterol,
Aclidinium/Formoterol, Glycopyrronium/Formoterol
e KOMOMHHMpaHU ABIATO JeiicTBamiy [2-arOHUCTH C WHXaAJATOPHU KOPTUKOCTEPOUIN —
Budesonide/ Formoterol, Fluticasone propionate/Salmeterol, Fluticasone furoate/
Vilanterol, Beclomethasone dipropionate/Formoterol, Fluticasone
propionate/formoterol, Mometasone/Formoterol
PenoBHuss mnpuemM Ha KOMOWMHUpAHWUTE JIEKApCTBEH MPOJYKT, CBhIAbpXKAIIW HHXAJTATOPHU
KOPTUKOCTECpOUAHU, BOAU 0O HOIL06p$IBaHe Ha CHMIITOMATHKaTa, 6CJ'IO,Z[p06HaTa (bYHKI_II/ISI,
KaueCcTBOTO Ha KMBOT U HaMaJlsiBa YeCTOTaTa Ha ek3arepoOanuute rpu nanuentu ¢ FEVI< 60% ot
npeaBuacHarTa CTOf/'IHOCT, HO HC MOBJIMABAa CMBPTHOCTTA U CKOPOCTTAa HAa CHUIKABAHC Ha FEV1 B
nwarocpodeH acnekt. [IpmembsT Ha MKC Boau A0 MOBHIIEH PUCK OT Pa3BUTHE HA ITHEBMOHUH.
Hama KaTCropruHU JaHHU 3a HCTATUBHO BJIUAHHUC BbPXY KOCTHATA INIBTHOCT.
[Tpoxpmxutennara Mmonotepanus ¢ ICS (MHXamaTopHU KOPTUKOCTEPOUIN) HE CE MPETIOPhUBa.

KomOunupanute apiaro paeicTBamy [2-arOHUCTH C HMHXAJTATOPHU KOPTHUKOCTEPOUIU Ca TI0-
edeKTUBHHU, OTKOJIKOTO TepamusTa C TE3W JIEKapCTBEHHW TMPOAYKTH TO OTAETHO, MOpaau
CUHEPTUYHHUS

(bapmakonorndeH edekt, KOUTo nmposBsBar. [I[poydBaHus OT MOCIETHUTE TOJUHU Cca TOKA3aJIH, Ye

29



OposT Ha €03MHOPMINTE B KpbBTa (MpueTa ¢ rpanuna ot > 300 kineTku/pl) € mpeIuKTuBeH GakTop
3a edexta Ha UKC B mocoka HamassiBaHe Ha eK3alepoamnuunre.

e Tpoitnn komOuHanuu B eano ycrpoictso — MKC + B2AJIJT + AX1JL : Fluticasone
furoate/Umeclidinium/Vilanterol, Beclomethasone dipropionate/ Formoterol/
Glycopyrronium

TpoitHata komMOumHanus mogo0psiBa OenoapoOHaTa (YHKIHS, CUMITOMUTE W TPEJOTBpATIBA
ex3auepoauuute. EQextute ca mo-otuerinBu npu cumntoMuu nanuent, ®EO1<50% u anamuesa
3a eK3arepoanuu.

CucremHu (OpajiHH H apeHTepaIHu) KopTuKocTepouan - Methylprednisolone, Prednisone.

He ca nmoaxoasuu 3a NpOABDKUTENHO JiedeHHMe Ha nauueHtute ¢ XObBbb, mopaau peauna
CTpaHWYHH eQEeKTH MpH ymoTpedara WM- CTepoHMIHA MHUOMATHS (KOSTO BKIIOUYBA MYCKYIIHA
c1aboCT, TOHMWKEHU (PYHKIIMOHAIHUA Bh3MOXHOCTH, TUXaTeHa

HEJOCTAaThUHOCT TpH narueHTH ¢ Texkka XOBB), ocreonopo3a, crepounieH quadber, XUICPTOHHMS,
CTOMAIITHO-YPEBHHU KPHBOM3IUBHU U JP.

®dochoauecrepaza-4- unxuouropu (®I4H1) - Roflumilast

[TonTHcKaT BB3MAJICHUETO Ype3 MHXMOMpaHEe Ha PasTpa)<IaHETO HAa MHTpAIeTyTapHUs IHUKINYCH
aneHo3uH MoHodochar (HAMD). EnHokpaTHHS [HEBEH MpHEM OCHUTypsiBa HHAMPEKTHA
Opouxomunatanuss u nopoopses FEV1, HamansBa cpeHO TEXKHTE M TEKKUTE eK3amepOaru.
®JI4UN Tpsadea na ce komOmHUpar ¢ moHe eauH b2AJI/l. Haii-uectute crpaHnyHu edekTu ca:
3ary0a Ha amleTuT, TaJeHe, KOPEMHH OOJIKH, Tuapusi, HaApYUICHUs B ChHs, TllaBoOoNHMe, 3aryba Ha
Terso (CpeiHo 2 Kr 10 BpeMe Ha MpOCieIIBaHEeTO), KOUTO OOMKHOBEHO ca npexoanu. Ha nanuentu
¢ nenpecust @141 ce npeanucsar ¢ NOBUIIEHO BHUMaHUs, a KoMOuHauusata ¢ Theophylline He e
yJay4Ha.

Hauannara u nocnensara papMakoJIOTHYHU Tepanuu ca npejacraBeHu Ha Tabn.1 u Tabn.2

JIOBJIHUTETHH J1eKAPCTBEH NPOAYKT

e Bakcunu
[IpenopbuBar ce yOUTH WM KUBU, UHAKTUBUPAHU BAaKCHHHU, KOMTO ca MO-€(EKTUBHU, OCOOEHO
IIpY BB3pacTHU xopa. [IHeBMOKOKOBaTa noau3axapyuHa BaKCHHA C€ NIPENOPBYBA 3 MALMEHTH HaJl
65 roauna Be3pact ¢ FEO1 <40% ot npeasuaeHara CTOMHOCT.

e Tepanus c Alpha-1 Antitrypsin:
Ilopanu BucoKarta cH LieHa, JIEKAPCTBEHUS NIPOAYKT € ITOKa3aH 3a MJIAAM MMAllUEHTU ChC 3HAUUTEIICH
alpha-1 antitrypsin gedunur u qokazad eMpuU3eM.

e AHTUOMOTHIN:
B nocieHu KINMHUYHYI IPOYYBAHUS U NIPOCIEASIBAHUS CE YCTAHUBSIBA JIEKO
MOHI)KaBaHE B 4YecToTaTa Ha ek3auepOauuute npu namueHtu ¢ XOBbb, kouto ce mpemuHamu
aHTHOMOoTHYHA npodrakTuka. [IpoabmKUTETHOTO (€HA TOJMHA) MpHJIAraHe Ha a3sUTPOMULUH U
epUTPOMHUIIMH HamalisiBa ek3alepOanuure. BbopochT 3a konoHuzauusara Ha nanueture ¢ XOBb
BCE OlIe € AMCKYTaOuJIeH, HO Mopaau CTpaHUYHHUTE e(EeKTH Ha aHTHOMOTUIMTE U OMACHOCTTAa OT
pa3BUTHE HA PE3UCTEHTHH MUKPOOPTraHU3MHUTE, aHTMOMOTHYHATa MPOUIAKTHKA HE ce Mpuiara
MacoBo.

e (CraTuHU: HE NPEJOTBpATABAT €K3alepOalMUTe NMPU MAlUMEHTH C TOBUIIEH PHUCK 3a

ex3arepoanmm.
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e MykonuTuuu:
ITon3a or MykoauTULUTE (€pAOCTEUH, KapOouucTenH, N-alleTHILUCTENH) OuXa NMaJld NAlUEeHTH C
OOWJIHHU, TPyZHO onensmu ce xpauku. [IpemoppuBa ce na ObaaT AO0AaBSHH MEPUOIUYHO KbM
TEpanusiTa, a He KaTo IOCTOSIHEH JIEKAPCTBEH MPOIYKT.

e lIMyHOMOIYyIaTOpH/ UMYHOCTUMYIIATOPU
W3nonBanero Ha WMyHOMOAYyJIAaTOpH/ uMyHOCTHMYynaTopu mnpu manueHtd ¢ XOBb Bogm 1o
IOHMKaBaHE Ha YecToTaTa M TEKECTTa Ha ek3alepoauuute. Heobxonumu ca
JOM'BIHUTEITHH MTPOYYBAHUS 32 JIBITOCPOYHHUTE €PEKTH OT Ta3U TeParusl.

e [IpoTHMBOKALINYHMU:
Kamuunnara, kosto noHsikora € npurecHuTened cumnrom npu XOBb, uma 3HauuTeneH 3auiuTeH
epexr. He ce mpemopbuBa ymoTpebara Ha NPOTHBOKALUUIMYHU JICKAPCTBEHH TPOIYKTH IPH
crabunna XOBbb.

e Baszogunararopu:
[loBuiieHOTO MHTpanyJIMOHaIHO Hajsrane npu namueHtu ¢ XObBb, ce cBbp3a ¢ mo- joma
nmporHo3a. Xurnokcemusta Ha nauueHTd ¢ XObBb ce Abku Ha HapymEHOTO CBOTHOILLIEHUE
BeHTHIANMs-iepdy3us. [Ipunaranero Ha NO xaTo BazoauiaraTop, ou
3abJIOOYMIIO XMIIOKCEMHUATA, 3aILOTO JOMBIHUTEIHO HApyIlaBa ChOTHOLIEHHETO BEHTHJIALM-
nepdy3us.

e Onuatu:
Iloka3Hu ca 3a jeueHue Ha TeXKa JUCIHEs, IPWIOKEH! OPaHO WK napeHTepaiHo. CTou OTBOpEH
BBIPOCHT i Onxa OMJIM ChIIO TOJIKOBA €PEKTHUBHH, TIPU MPUIIATaHe Ype3 HeOYyTH3aIns.

OTtka3BaHe OT TIOTIOHOMYIIIEHETO

OTtka3BaHe OT TIOTIOHOMYIICHETO Ce€ sIBSBa €lIHa OT MbpPBUTE CTHIKU mpu Jedennero Ha XOBbBb.
3aBUCHMMOCTTa KbM TIOTIOH M TIOTIOHGBH H3JCTHUS € XPOHUYHO CBCTOSHUE, KOETO H3UCKBA
HEeMpeKbCHATa TEPamus JOKAaTO Ce MOCTUTHE MPOAbHKUTETHA WITH TpaiHa

abctuHeHtus. JlekapCcTBEHU TPOAYKTH OT IThpPBA JIMHUS MPH OTKa3BaHE OT TIOTIOHOIMYIICHE ca:
varenicline, bupropion SR, HUKOTHMHOBM JBBKH, HUKOTMHOBH WHXAJIepH, Ha3allHU CIpEHOBE U
JICTICHKH.

[Ipn numca Ha KOHTpaWHAMKAIIMM TPH TAllMeHTa ce MPEANKCBa MOHE €IWH OT JIEKAPCTBEHUTE
npoayktr. KbM mporpaMara 3a OTKa3BaHe OT TIOTIOHOMYIIICHETO MOXE Jia Ce JI00aBH IOCEIICHHE
MpU TCUXOTEPANeBT WJIM COLMAIHU TPYNH, 3a B3aUMOMNOJKpena IMpH OTKa3BaHEe OT
TIOTIOHOITyIIeHeTOo. [IporpamMuTe 3a OTKa3BaHE OT TIOTIOHOMYIICHETO OWxa OWJIM OT TMoj3a W 3a
HaMaJsiBaHEe HA YeCTOTaTa M Ha HSIKOW M3BBHOENOAPOOHU 00NEeCTH, MPU KOUTO TIOTIOHOMYIIIEHETO
CBIIIO € JJOKa3aHO KaTo PUCKOB (pakTop.

Benoapodna pexadbuaurauus:

benoapoOnara pexaOunuTanus € KOMIUIEKCEH HHTEPBEHIMOHAJIEH MOJAXOJA NpU JIEYEHETO Ha
XOBb, kosTo BKIIOYBA, HO HE C€ OrpaHHMYaBa 10 (U3NYECKO TPEHUpPaHE, armapaTHU METOAH,
o0yyeHMe Ha TMAIMEHTUTe U ToBeJeHuYecka npomsHa. JlokazaHo e, ue OenoxpoOHATa
pexabunuranus no1oopsBa GyHKIIMOHATHUS KanalluTeT U HamalsiBa

JMCIIHEsITa, OCBEH TOBA CHUKaBa Oposl Ha XOCIUTAIN3AIMUTE, OOJIHUYHUS IPECTON U CKIOHHOCTTA
KbM JIeTIpecHsi TpH TAalMeHTUTe, MO0J00psBa KauyecTBOTO Ha JKUBOT M IIOBHINABa Ha
npexussiemoctTa (1,2). CnenoBarenHo 6enoapoOHaTa pexaOUIUTaIMs € €UH OT Haii-
epeKTUBHUTE HePapMaKOJIOTHYHU MTOoAX01u Npu jeueHne Ha XObb

XOBb e nporpecuBHa 00JIeCT, KOSATO MOCTENEHHO BJOIIABA 3/JPAaBOCIOBHOTO CHCTOSHHE, KaTO
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CHMITOMAaTHKAaTa U YECTOTaTa Ha eK3alepOaluuTe ce yBeandaBa, KOeTO BOJH H JI0 TIOBHIIECH PHUCK
oT jeraneH u3xoj. [lanmatuBHHUTE TPUkKU (B JOMa, B OOJTHHIIA WM XOCIHC) Ca Ba)KHA YacT OT
ISUTOCTHHS oX0/1 KbM nanuentute ¢ XOBb, HO Te ca mo-TpyIHO TOCTHIIHYU (CPaBHEHHU C JOCTHIA
710 NAJIMATUBHUTE TPUXKHU 3a MMALIUEHTUTE C 0€1010pOEH KapIIUHOM).

Kucaoponorepanus
[IpoxbmxuTenHus mprueM Ha Kuciuopoa (> 15 daca THEBHO), PU MAMEHTH C XPOHWYHA JHXaTelTHA
HepoctaruHocT (XH) Boau 10 moBuilieHa IPEKUBSIEMOCT.
Kucnoponorepanusra e moka3aHa 3a MaleHTH, KOUTO €a C:
* Pa02 < 7.3 kPa (55 mmHg) umm SaO2 < 88%, ¢/ 6e3 xurepkamHusi, TOTBbP/ICHA ABYKPATHO
Mpe3 UHTEPBAI OT 3 CEJMHIIH.
» PaO2 mexnay 7.3 kPa (55 mmHg) u 8.0 kPa (60 mmHg), umu mpu SaO2 88%, ako nma nanHu 3a
0en0poOHa XUTIEPTOHUS, OTOIH 110 KPaWHHIIMTE MPH 3aCTOMHA ChpICYHA
HEJIOCTAThYHOCT WJIM MOJHIUTEMUS (XeMaToKput > 55%).

[IperoppuBaneTo Ha KHcIopojorepanusi ce Oasupa Ha PaO2 wiaMm HUCKM CTOWHOCTH Ha
caTypanusTa, KOMTO ca JABYKpPAaTHO M3CJeIBaHU INpe3 MHTepBai oT 3 cexmuuu. [lpu nauuentu He
OTrOBapsIy Ha IOCOYCHUTE KPUTEPUH, HE CE MPENOPbUBA KUCIOPOAOTEpaNts B A0MA.
Baumarenno Tp?[6Ba Aa CC NpCUCHAT U CbIIBbTCTBAILIUTC 3a00/I1BaHN U CbCTOAHUA, KOUTO BOIAT JO
HapylleHa JOCTaBKa Ha KUCJIOPO/Aa B KIETKUTE (aHEMMsI, ChbPAEYHO-ChJIOBO 33200 IsIBaHeE).

HeunBa3uBHa BeHTHJIAUMS

HeunBasuHara Bentmnaius (Non-invasive ventilation- NIV) ce u3mnosnssa Bce Mo- 4ecTo IMpH
MalUeHTH CbhC crabuaHa MHoOro Texka XObb. KomOwnamusara NIV u  npoabmkuatenHa
KHUCJIOPOJIOTEpANKs ca YAAa4HH CaMO IPU YacT OT MAlUEHTUTE, OCOOCHO TE3U, KOUTO HMaT
M3pa3zeHa XHUIEepKaIHus, KaTo MoJA00psBa MPEKUBIEMOCTTa, HO HE OKa3Ba

BJIUSIHUE Ha KadecTBOTO Ha XKWBOT. [Ipu manumenture ¢ XOBb u 00CcTpyKTHBHA ChHHA arHes
(OCA) ce nmomoOpsiBa MpeXUBSIEMOCTTa, padoTaTa Ha JUXaTelHaTa MYCKyilarypa, HaMmajsBa ce
pHUCKa OT XOCTIUTAIIU3AIMH U HEOOXOIUMOCTTa OT 00eM-peayIHpaIid XUPYPTUUHHU TTPOLIETYPH.

Oo6em-penynupamm xupypruunn npoueaypu (Lung volume reducing surgery LVRS)

[Momxomsiu 3a Ta3uW Mpoleaypa ca MAIMEeHTH, KOWTO MMaT u3pa3eH eMmduseM, NMpeIuMHO B
TOpHHUTE JI0OOBE U HUCHK JABUraTeJIeH KaraluTeT, BbIIPeKH 0estoipoOdHara

pexabunuranusd. [Ipu tax LVRS nonoOpsisa npexussiemoctra. ['onemu Oynu B 6enust Apod morat
Jla c€ OTCTPaHST O XUPYPTUYEH IbT.

BenoapoOHa TpaHcniaHTAIUA

He e mupoko pasnpocTtpaneHa, mopajau Majikusi Opoi JOHOPU U BUCOKHUTE Pa3xoIu.

Haii-yectuTe yciaoKHEHHUs ca OCTPO OTXBBPJISIHE HA TPAHCIUIAHTaHTa, OOIUTEpHUpall OPOHXUOIUT,
ONMOPTIOHUCTUYHU  uH(pekuuu. Kputepunm 3a mauuMeHTH noaXoadumM 3a  OenoapoOHa
tpancmnanTauus ca: BODE unaexc 7-10, v moHe €1uH OT CIETHUTE -

ex3auepbauust ¢ ocrpa xunepkanuus PaCO2> 6.7 kPa (50 mmHg), O6enonpobHa xumnepToHus,
FEV1<20% c DLCO< 20% unu empuzem, 3acsrai nemaust 6e101po0eH mapeHXuM.
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IloBenenue npu cradnana XObb

B Tabanuen BHU]J Ca NPECACTBCHHU HAYAJIIHUTE CPCACTBA HA I/1360p 3a JICYCHHUE, CIIOPE TCKECTTA HA

Oosecrra:

3anouBaHe Ha papMaKoOSNIOrM4HO fneyeHune

>2 ymepeHu ek3auepbauuu Ipyna C lpyna D
unu AXOAO vnn
=1 posena Ao AXO[ *
Xocnuranuaauus B2ALN + AXAA :1""
B2A0A + UKC
0 unu 1 ymepeHa Ipyna A pyna B
ek3auepbaumsa
(6e3 na e gosena ao BpoHxoaunaratop B2AAA vnn AXAQ
xXocnuranusauus)

mMRC 0-1 CAT < 10

mMRC 2 2 CAT 2 10

* TMpu nspaseHun cumntomu, Hanp.CAT>20
** Mpu eosnHocpunu B kpbBTa 2300 KN./plL

Tabn.1 3anouBane Ha ¢apmakonoruyno jedeHue. bB2AKJI- B2- aroHuct ¢ KpaTko IeHCTBHE;
B2AJJ1- B2- aronuct ¢ aparo aeiicteue; AXK/I- antuxonunepruk ¢ kpatko aeicreue; AXJIJ/I-
aHTUXOJMHEpruk ¢ awiaro aercreue; MKC- unxamatopen koprukoctepoua; mMRC: modified
Medical Research Council dyspnea questionnaire; CAT™: COPD Assessment

Test™
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NMNocnegBallo CpapMaKOHOFVI‘-IHO neyeHwue

1.MpoabnxeTe NbpBOHaYaNHOTO NeyeHMe, ako MMa afileKBaTeH OTroBOp
2.AKo HAMa:
JTpeLeHeTe koe Npeobnagasa - 3aayxa Unu eksauepbauunte. AKo ca Hanuue 1 AseTe,

HacoueTe ce KbM ek3alepbauuuTte
v/TocTaBeTe NauneHTa Ha MACTOTO B Tabnuuara, CbOTBETCTBALLO Ha HAacTOSLLETO My
neyeHne 1 NpoBepeTe MHAMKaUNUTE

SAOYX EK3ALEPBALIUA
B2A00 vnn AXO0O B2A00 wnv AXA0
I *
| ! |
W b s
(_* * (**—
52000+ AXIA | gae | B28RR+ Mk 52AA0 + AXA[ P B2AMA + VIKC
Axo Ako
Eo3<100 Eo3=100
W W
VTpeueHete {~| B2AL0A + AXOO + VIKC || M| s2amm+axan+uke  |€
HeoBxogumocTTa OT
cMAHa Ha WHXanaTtopa
WNW Ha MonekynaTa | |
vlotbpcete 1 ™~ ~
nekyBanuTe gpyru Pocnymunact np1 GUBLIK NyLLa4K

NPUYKHK 3a 3ayX PEO1<50% n

XPOHWUYEH BPOHXUT A3nTpoMULMH

Eo3 = 6poii eoanHocmnu B KpbBTa (KneTku/pl
*l/l36epeTe npu Eo3z300 unn Eo3z100 N 22 ymepeHn ekzauyepbaunuiegHa xocnutanusayms

*k
M3bepeTe nanusaHe Ha MKC unu cmsaHa ako MMa NHEBMOHWA, HenoaxoasLw HadaneH nabop unu
nvncea otrosop KeMm MKC

Ta6a.2 TlocaenBamo dapmakoaoruyno Jjedenne b2AJ[J[- B2- aroHucT ¢ ABITO NEWUCTBHE;
AXKJ]I- anTuxonuHepruk ¢ kparko aeucreue; AXJI/I- antuxonuaepruk ¢ apiro aeiicrsue; MKC-
MHXaJIATOPEH KOPTUKOCTEPOUI;

Jleuenue Ha XOBb ex3anepoanus

[TanreHTHT TpAOBa J1a ce OLIEHU JaIM € MOAXOIAI 32 aMOyIaTOPHU MIIM OOJIHUYHO JICUEHHE.
Kpurepun 3a OOJHUYHO JIeYEHHE: 3HAYMUTEIHO 3acCHJIBAaHE HA OIUIAKBAHUATA, OCOOEHO Ha
nucnHesTa; Texka Gopma Ha XOBb; nmosBa Ha HOB cUMITOM/OIJIaKBaHe (IIMaHO3a, MepH(epHH
OTOIM); HEycleX OT aMOYyJaTOpPHOTO JI€UYeHHUe; TEKKH MpHUIpYyXKaBallu 3a00isiBaHUS; YECTH
eK3alepOalyy; Bb3pacTeH MalueHT.

Kpurtepuu 3a neyenrnie B VIHTEH3MBEH CEKTOp/OTIENEHME: TEXKKA TUCIHES, HEMOBIUSBAILA CE OT
I'bPBOHAYAIIHO Ha3HAu€HaTa Tepanus; MpoMsSHa B MEHTalHHUs cTaryc (0ObpKBaHe, JeTaprus,
KOMa); MepcucTHpainia win 3aabidouaBaiia ce xunokcemust (PaO2 < kPa, 40 mmHg) w/unm
Te)XKa/BJIOIIaBala ce pecnuparopHa aunugosza (pH < 7.25) BbOpeku KHCIOPOAOTEpamusTa M
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HEMHBAa3MBHATa BEHTaJallMs; HEOOXOAMMOCT OT UWHBa3MBHA MEXaHMYHAa BEHTWJIALIUS,
XeMOJJUHAMUYHA HECTAOUITHOCT.
[ToBeneHue mpu TexKa, HO HE3acTpallaBallla KUBOTa eK3alepOoarus:

e OleHKa Ha TEXXECTTa HA CHMIITOMHTE, KPbBHUTE ra30Be U peHTreHorpadckus oopas.

e [logaBaHe Ha KUCIOPOJ U HEKOJIKOKPATHO MPOCIIEIBaHE HA KPbBHUTE ra30Be.

e bpouxoaunaranus: yBelWyaBaHe Jo03ara W 4ectorara Ha npuem Ha B2AK]I;
komOuHmupane Ha bB2AK]J] ¢ AXK/I. M3non3BaHe Ha CICHCHPH.
[Ipunarane Ha KOpTUKOCTEPOU (OPATHO WM IIEPEHTEPAIIHO).
Jleyenne ¢ aHTUOMOTHUILIM, IPH HATMYKE HA HACIOKEeHA OaKTepraIHa HHPEKIHS.
[Ipunarane Ha HEeMHBa3WBHA MEXaHUYHA BEHTHJIAIHSI.
Jla ce crieasaT npe3 ISUI0TO BpeMe: MPUEM Ha XpaHa U TEYHOCTH; IPUJIaraHe Ha XenapuH
WM HUCKOMOJIEKYJICH XEeMapHuH; JICKyBaHE Ha MpPHJIpYXKaBalla MaTOJOTHS- ChpIeYHA
HEJO0CTaThUHOCT, APUTMUS; HAOJII0/IEHUE Ha MallMeHTa.

IV. lIpaBunia 3a 100pa KIMHUYHA NPAKTHUKA NPU_XPOHUYHHU THOMHM 00JiecTH HA Oesus IPood
(CSLD) n 6ponxuexkTazun XpoHU4HHU 0oJiecTH HA Oesus Apod
(empyema, lung abscess, bronchiectasis, and to a less often necrotizing pneumonia)

Mnuo3una mnamuentu ¢ CSLD ocraBaT HeAMarHOCTULIMPAaHUW M HEJIEKYBaHU, pPHUCKYBaT
IPEXIEBPEMEHHO U YCKOPEHO YBpekaaHe Ha Oenust npo6. Ta3u meroauka npeacTaBs Npernopbku
3a quarHoctuka u tepamus Ha CSLD / 6ponxuexTasun (HeCBbp3aHU ¢ MykoBuciuao3a, CF) mpu
BB3pacTHU B bbiarapusi.

basupa ce Ha onuTa OT MO-paHO W3MOJI3BAHU HACOKH M Je(PUHHUIMM B CBETOBHATA JINTEpATypa U
ocurypsiBa oOI Iperyiea, HacOYeH KbM OCHOBHA M BTOPUYHA TpHXKa U HE € IpeJHa3HaueH 3a
WHIUBUAYAIU3UPAHU ClIEUHATU3UpaHu rpruxku. KakTo mpu BCHYKU HACOKH, PBKOBOJCTBOTO HE
3aMecTBa pa3yMHaTa KIMHUYHA MpeleHKa, 0COOEHO KOraTo ce pasriexaaT TakuBa (peHOTUITUYHO-
XETEepOreHHU ChCTOSIHUE KaTO OPOHXUEKTAa3UUTE.

IIpenopbkuTe ce OCHOBaBaT Ha HAIWMYHHUTE JOKA3aTeJCTBA. [3moi3BaHM ca NPUHLMIIATE Ha
OCHOBaHa Ha JJ0Ka3aTeJCTBa MEIUIMHA U PEBU3UPAHUAT MOAXO0] KbM pa3pabOTBaHETO Ha HACOKHU
(GRADE) 3a kareropusupaHe Ha NpenopbKUTE B: CUIHA, cilaba min 06e3 KOHKpPETHA MpenopbKa.

HEJA
1.IloBumaBane Ha ocBegomeHoctta 3a CSLD / OpoHXMekTasuum mOpu Jela U Bb3PacCTHH;
2.IloompsiBaHe Ha MO-paHHa U NMOA00peHa JuarHocTuka u KoHTpos Ha CSLD / 6poHxuekTasum;

3. IlpeacraBeTe akTyanu3upaHa HacOKa, CBbp3aHa ChC CTpAHATa HU;

4. HamansBaHe Ha CUMIITOMUTE NPH THOWHUTE OOJIECTH U MPEOTBPATABAaHE HA eK3allepOalunTe;

KOHTEKCT (NPEAUCTOPUSA) HA CSLD

Wma ockbIHU JaHHM 3a yecToTara u pasnpocrpanenuero Ha CSLD. Hackopo nyOnukyBaHu JaHHU
3a TOAMIIHA XOCHHUTaNu3alusg Ha OpOHXHUTEKTa3u B bbiarapus xkaTo OCHOBHA JMarHos3a MOKa3Bat
noButienne mexay 2000 u 2018 (cvotBetHO 14 mo 21 wa 100 000 Hacenenue). HapacrtBamara
TEHJICHIIUSI € CBETOBEH (PEHOMEH, KaTo HSKOM Abp:KaBH CHOOIIABAT 3a CMBPTHHU CIy4yau JOpPH B
JIETCKa BB3pacT M HApacTBAaIIOTO MOCKBIIBAHE HA MKOHOMMUYECKUTE pa3xonu. Ilocinennure nanHu
3a Bb3pacTHa XOCHHUTAJIM3UMpaHa KOXOpTa OT CTpaHaTa choOmiaBar, ye 34.2% oT koxopTara ca
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nouyrHaM (Tipe3 cieapammre 5-10 roguHn) Ha cpeiHa Bb3pacT 42.5 TouHM.

Bbponxuekrasure morar na OBJAaT HENPABWIHO JUATHOCTHIIMPAHU 3a€THO C JPYTHd XPOHUYHU
pecnupaTopHu 3abosnsBaHud. [Ipu HacTosmMTe MPOTHO3M CE€ YBEIMYaBa CMBPTHOCTTA IPHU
XpOHUYHA 00CTpyKTHUBHA OenoapooHa 6onect (XOBB) u Oponxuekrazun (KOe(UIIMEHT HA PHCK =
2.54). Ot 29 no 50% ot xopara ¢ XObb u 10 40% OT HOBONOCTHIWJIUTE MALIMEHTU C TPYIHO
KOHTPOJIMpyeMa acTMa M XPOHHYHA KallIMIa WUMaT OpOHXMEKTa3u. BeposTHO € MHOro or
XPOHUYHUTE PECHUPATOPHU CUMITOMHU, AbbKamu ce Ha CSLD, na octaHaT HeIUArHOCTUIIMPAHHU.
CpIo Taka, yCIOXKHEHUSITA M CHI'BTCTBAIUTE 3a00JSBaHUS, CBBP3aHH C OPOHXHMEKTA3UTE, Ce
MIPOCTUPAT OTBB/I AUXATEIIHATA CUCTEMA U BKIIIOYBAT KapIMO-H IICUXOJOTHYHHU €(EeKTH.

ONPEJEJEHUSA U TEXHUTE OT'PAHUYEHUSA

HNedpunnmunre Ha CSLD/OpoHxueKTa3uu - eMiemMa, 0emoapo0Hus adcIiec 1 OpOHXHEKTa3uUTE ca
MPU3HATH KIMHUYHYU €JIWHUIM, CBbP3aHH C THOWHH cekpeTH. CUMNITOMHTE W / WIA MPU3HAIMTE
npu OpOHXMEKTAa3WWUTE BKIIOYBAT penuauBupama (> 3 enu3oja) BJIaXHA WIM MPOAYKTHBHA
KalllIiIa, BCAKA C TPOABIDKUTEITHOCT > 4 CEIMUIM, CbC WIH 0€3 JAPYrH XapaKTEePUCTHKH,
BKJIFOUMTEITHO JMCITHES TIPH HATOBapBaHE, CAMIITOMHU Ha CBPBXYYBCTBUTEIIHOCT HA JUXATCITHUTE
BTULIA, PEIUANBUPANIA UHPEKIMHA HA JOJHUTE JUXATEIHH ITbTUINA (BKIIOYUTEITHO THEBMOHUS),
OapabaHHM TpPBCTH, XUNCpUHPIANMS W Jedopmanuss Ha TrpbAHaTta crTeHa. JluarHosara
OpPOHXHMEKTa3uH ce ompezerniess KaTo XpOHUYHO PECITUPATOPHO 3a00JIsIBaHe, XapaKTEPU3UPAIIO CE C
KIIMHUYEH CHHPOM Ha KallUTUIla, XpPayKi U OpOHXHATHA UHPEKIHSI, PCHTTCHOJIOTHYHO aHOPMaTHA
U TIOCTOsSIHHA/HeoOpaTuMa auiaranus Ha Oponxure. OCHOBaBa ce JI0 TOJIsIMa CTENEH Ha JaHHUTE OT
cKkaHupane Ha Oenus npoO mpu BucokoedekTrBHa koMmoThpHa Tomorpadus (HRCT). Llenta e
nono0psiBAHE HAa KA4YeCTBOTO Ha KMBOT W CIIMpaHE Ha Pa3BUTHETO Ha 3a00JSBAaHETO, KaTO Ce
penynupa Kanuiiia, poru3BoICTBO Ha XPauKy, 3a/1yX, yMOpara, XeMOIITU3aTa, TpbIHaTa OOJIKa.

Ilpenopvka-1
e la. bpoHxuekrauure ca KIMHUYEH CHUHIPOM ChC CUMNTOMH U / wnM npusHauu ot Kape-1 u
HQJIMYME Ha XapaKTepHU PEHTIeHOrpadCcKu XapaKTEpPUCTHKU OT KOMIIOThPHA ToMorpadus c
BUCOKa pe3oJronus Ha rpbaaus ko (c-HRCT).
¢ 16. CSLD e kIMHMYEH CUHAPOM ChC CUMIITOMH U / WIIM NpU3HALM, ouepTanu B Kape-1, HO kouTo
HsMaT o0pa3HaTa JuarHo3a Ha OpOHXUEKTa3HH.
Kape-1
[ToBTapsaum ce (> 3) enu3ona ¢ BiIakHA WIKM NPOJYKTUBHA KallIUIIA, BCAKA C IPOIBIIKUTEIIHOCT
> 4 cenMuIy, ¢ WM 6e3 Apyru XapakKTepUCTUKH, HAIIp. AUCIHEs ¢ HATOBapBaHe.
e CUMIITOMH Ha XUIIEp YyBCTBUTEIHOCT Ha UXATEITHUTE ITbTHUILA,
e MIOBTApALIM ce MH(peKuuu Ha Oenust 1poo,
e OapabaHHU PBHCTH,
* CBPBX pa3yBaHe Ha Oenus ApoO uiaM nedopmalns Ha rpbJAHATa CTEHA.

CTEIIEH-cniHa
HN3CIEIBAHUSA HA MAIIUEHT C CSLD / BPOHXHUEKTA3ZUN

Paaunojorus
> W3BbpuiBaHe Ha 6a3oBa peHTreHorpadus Ha TPHAHUSA KOII IpPU MAIMeHTH ChC ChbMHEHHE 3a

CSLD
/ OpPOHXUEKTa3MUH.
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> W3BbplIBaHe HA KOMIIOTbpHA ToMorpadus ¢ ThbHBK yuacTbk ckanupane (CT), 3a ga ce moTBbpaU
JIuarHo3aTta OpOHXHMEKTa3uH, KOraTo ce Mpe/roiara KIMHUIHO.

> W3BbpuiBaHe Ha 0a30BO M3CJEIBAaHE IO BpeMe Ha KIMHUYHO JIEYeHHE U CTaOWIHO 3a00iigBaHe,
THH KaTO TOBA € ONTHUMAJIHO 32 JUArHOCTHUKA U CEpUMHO CpaBHEHUE.

3nareH cranaapTt ocraBa auarHoctudeH c-HRCT. Bwrpeku toBa, c-HRCT, pexkoHcTpynpaH oT

MynTu- nerektropno (MDCT) ckanupane, € 3HAUUTEIHO MO-YyBCTBUTENIECH OT KOHBEHIIMOHAIIHUS C-
HRCT.

Ilpenopvka-2

e 2a. [lanMeHTH cbC CUMNTOMM M / WM NpPU3HALM, IpPEAronaramy OpOHXUEKTa3uH, U3UCKBAT C-
HRCT 3a mnorBppkgaBaHe Ha JuarHo3ara M 3a OLEHKAa Ha TEXKECTTa M CTENeHTa Ha
OpOHXHMEKTa3HUH.

¢ 2b. MDCT ckanupane ¢ HRCT pexkoHCTpyKIus € npeanoynTaHaTa TEXHUKA 3a JUarHOCTULIMPaHe
Ha OpOHXMEKTa3Uu.

CTEIIEH -cunna; J/loka3aTrejiCTBO - YMepeHO

ETnosnorus
Omnwmcanu ca peaua NpUIMHEN U cBbp3anu paktopu 32 CSLD / GpoHX0eKTa3uu:
¢ Bponenu npuuunu (Hamp. Monier-Kuhn, cunapom Ha Young);
e XOBb / mymene;
e MykouunauapHa JTUCQYHKIUS (Hanp. MbpBUYHA LMIMApHA JUCKUHE3Ns);
e MyKkoBHCLINI033;
e IMmyHeH neguuut (IbpBUYEH WIM BTOPUUEH, HAaNp. XHUIIOraMario0yinuHeMus,
TpaHCIUIAHTAIS Ha 05T IpoO M KOCTEH MO3BK, 3JI0KadecTBeHO 3a0omnsBane, HIV / CITMH);
e [IynmonapHa pubpo3a 1 MHEBMOKOHHO3a (HAIP. CHIIMKO3a) - IPUYMHABA TPAKLIUOHHU
OpOHXUEKTA3UH;
ITocT 06CTpYKTUBEH (HapUMEP UYK/0 TSIIO0);
[TocT-undexnmo3nu (Hamnp. TyOepKys03a, aJleHOBUPYC, peLIUIMBHpAaIlla THEBMOHHS);
[lepuonuyna acniupanus Ha MaTbk 00eM (0T CeKpelrsl Ha TOPHUTE TUXATEHU TbTUILA WU
CTOMAIIHO Ch/IbPKaHUE);
CucteMHHU Bb3NANUTENHH 3200 BaHus (Harnp. PeBMaTonieH apTpUT, CApKOHU103a).

WnenTudunmpanero Ha NpUYMHATa U TEKECTTA Ha 3a00JIIBAHETO MOJKE J1a TIOBJIUsIe Ha KOHTpOJa U
MHTEH3MBHOCTTA Ha JieueHueto. [IpenopruBar ce uscneasanus 3a crneunduynan npuunau 3a CSLD
/  OpOHXMEKTa3WM, BBIPEKM 4Ye MHOI0 TAalMeHTH HAMAT WACHTH(QULIUpAaHAa ETUOJIOTHSL.
BbponxockonusTa 0OMKHOBEHO € MOKa3aHa IpU TPYAHO OTXPAayBaHE M JIOKAJIW3HPAHO 3a00JIsIBaHe.
Karo ce umar mpenaBuja mocienuuure OoT OpOHXHEKTa3uTe 3a KoHTpoja Ha xopa ¢ XOBb, e
BKJIIOUEHA HOBA MPENopbhKa.

Ilpenopvka-3

Ha ce nomucnu 3a c-HRCT npu Be3pactiu ¢ XObb u >3 ex3anepbanuu roguiiHo, MHOTO TEXKO
3abonaBane (FEV1, <30% oT npeaBHAEHUTO UM M3UCKBAILM JAOMalIHAa KUCIOPOJOTEpanus) Uiu
YUATO Xpauyka ChbIbpXKa OpraHu3Mu, kouto ca HetunuyHu 3a XOBB wunum HeryOepkyno3Hu
mukobaktepun (NTM).

CTEIIEH - Hucka; Jloka3aTeJICTBO-HHCKO
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Texect

B nombiHeHHe KbM PYTHHHHUTE KIMHUYHM JaHHU (KalUIMLA, Xpaykd, CTENEH Ha 000CTpsHE,
Onaromosydue W Jp.) U paaualoHHa OICHKa, OOCKTUBHU TECTOBE MPEIOCTaBAT WHPOpPMALUS 32
TEKECTTa Ha 3a00JIIBAaHETO U ITPOrHO3aTA.

Bejoapoona ¢gyukuus: Benpeku e cimpoMeTpusiTa € KIIaCH4YeCKd OOCTPYKTHUBHA, CE MTPH3HABA
U PECTPUKTUBEH Moel. MI3MepBaHusTa Ha ClIUpOMETpUsiTa 1 obema Ha Oenure ApoOoBe TpsiOBa aa
Ce OICHSIBAT IIPH IMArHO3a M CIIUPOMETPUS, H3BBPIICHA TIPU BCEKU MPETIIE, BHIIPEKH Y€ T€ MOTaT
na ObIAaT OTHOCUTENTHO HEYYBCTBUTEIHHU NpHU JeKH 3a0oisBaHUsA. Moke Ja HAaCTBIM YCKOPEHO
BIIOIIaBaHe Ha OenmoapoOHaTa QyHKIMsA. AKO cepuitHUTE M3MepBaHus Ha OemonpoOHaTa GpyHKIUs
MOKa3BaT MMPOrpecHsi Ha 3a00JIIBaHETO, CE MPENOpbhUBa NPEOLeHKa Ha TepanusaTa. [Ipu B3pacTHu ¢
YMEpEHO TeXKa OPOHXMEKTa3usi pUCKBT OT CMBPTHOCT € CBBbP3aH ChC CTEIICHTA Ha YBPEKIAHE HA
oemonpoOHaTa (ynkuus. J[pyru OlEHKH, BKIIOYUTEIHO CIOXKHA OenmoapoOHa (QyHKOus U 6-
MUHYTHH TECTOBE 3a XOJICHE, MOHSJKOra C€ H3IOJI3BAT 3a OIpeleNsiHe Ha (YHKIIMOHAITHO
YBpEXKIaHE.

Mukpoouoaorusi: MuKpoOHOJIOTHYHOTO U3CIICBAHE Ha JAMXATCIHUTE IBTUINA IOMara 3a
anTuOnoTHuHaTa Tepanus npu CSLD / OpoHxuekTaswu, 0coOEHO aKO KMa BIIOIIABAHE WIIU
HeaJIeKBaTeH OTrOBOP Ha TEKymoTo JieueHue. IIpu Bwv3pacTHUTE mpeobianaBat Pseudomonas
aeruginosa (Pa) u netunusupanu Haemophilus influenzae (NTHi). Oxono 25-45% oT mpoGute ot
IMXATEITHUTE ITbTUINA HE TOKa3BaT Pa3BUTHE HA NMATOTeHHU OakTepuu. Tbhil Karo 3a00JsBaHETO
nporpecupa, MUKpoOHro3aTa ce MpoOMEeHs, YeCTO ¢ MmosiBa Ha Pa mpu mo-HanpeaHano 3a0oisiBaHe U
MPOTHO3UpaHe Ha Mo-jomia mporHo3a. Bumoere Aspergillus m nontuberculous mycobacteria
(NTM) ce oTKkpWBaT NpH HIKOU BB3PACTHH C OPOHXHMEKTA3HMH, BBIIPEKU Y€ TAXHATA ATOTCHHA
poinsi e HecurypHa. Berpekn toBa, HTM e 3ameceH B ek3arnepOaiiy W BJOIIaBaHE Ha OenuTe
npoboBe. HoBM ca MUMArHOCTUYHUTE M KIACU(UKAIMOHHM HACOKH 3a ACIEKTUTE, CBBP3aHH C
acrieprumino3a. MoJeKyIsIpHUTE U CEeKBEHHpAIU O0a3MpaHH W3CJIECIBAaHUS Ca MOKa3ald W300UIIHETO
(mo 83%) Ha aHaepoOHU OaKTEpUU U CIIOKHOCTTA Ha OenopoOHaTa MUKPOOHMOMA, HO KIIMHUYHUTE
MOCTIC/ICTBHSI OCTaBaT HECUTYPHH. B CBHIIOTO BpemMe NpW BB3PACTHH YOBEHIKUAT T-KIIeThUeH
mumdotpoduueH Bupyc (HTLV) -1 ce cBbp3Ba ¢ MOBHILEH PUCK OT pa3BUTHE HA OPOHXMEKTA3UU U
C MO-JIOII Pe3yJITar.

JApyru TectoBe: benonpoOHa aprepraiHa XUIIEPTOHUS YCIOXKHSABA TeXKUTE OpoHxuekTasuu. [Ipu
HanpeaHaio 3a00JsBaHe, XpPOHUYHATA UM HOIIHA XMITOKCEMHS Ca YECTO CPEIIaHu U Mpu u30paHu
MalUEHTH Ce U3MCKBA KPbBHO-TA30B aHAJIM3 OT apTepUalHa KPbB, €XOKapArorpama U KUCIOpOAHA
OLICHKA.

Ilpenopvka-4

[IpoyuBaHeTo Ha MO-HATATHIIHA UCTOPUS 32 KOHKPETHH OCHOBHU MPUYHHH MOXKE J1a OMpEeIein

MOCIIEABAIIO KIMHHYHO-TUATHOCTHYHO ThpPCeHE U KOHTpoIL. McTopusita TpsiOBa 1a BKIIIOYBA!

e AHaMHe3a, Tpenrnonaram@a Kucto3Ha ¢ubpos3a (pamuiaHa aHaMHE3a, MMAHKPEATHT, XPOHUYHU
CTOMAIITHO-YPEBHU CUMITOMH, MBKKO OE3IUIOANE);

e OcHOBEH WMyHeH JeUIMT WM [WIHApHA JUCKWUHE3Ws (TMOBTApSIIM C€ CHHY3UTH,
EKCTPAMyJIMOHATHA HH(EKIIUHU, BKIFOUUTEIIHO U3MHMCBAaHE HA YIIUTE U TeKBK JIEPMATUT U MBIKKO
oe3ronue);

e [loBrapsimia ce acnupanus (KalumMina u / WiM 3aJaBsHE C XpaHa / XpaHa, ciea OapuaTpudyHa
XUPYpPrusi, MOxe J1a ObJie OKYJITHA);

e ByiuimBane Ha 4yJ0 TSUIO;

CTEIIEH-cuana; Jloka3aTeicTBO-YMepeHO
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Ilpenopvka-5

CrpaBka WM U3BbPLUIBAHE HA OCHOBHU W3CIICABAHMUS:

Munumannume pascieoeanus ca:

e [Ip1HA KpBbBHA KapTUHA U OCHOBHH UMYHOTJIO0YIMHOBH KiacoBe G, A, M, E;

e Tect 3a n3norsBane npu U30paHu Bb3pacTHH;

o KyntuBupaHe Ha ceKpely Ha JUXATETHUTE IBTHUILA, BKIIOYUTEIHO ClIEHUATU3UPAHU KYITYpHU 3a
MuKkoOakTepun, ocooeno NTM mpu manueHT, OTACTSIIN XPAuKH;

e Ciupometpusi u o06eM Ha Oenute 1poOoBe;

» Ceponorus 3a Aspergillus;

Lonvanumennu uscneosanusi:

e M3numian ¢pakiMoHeH Ha3alleH a30Te€H OKCHJI, YSTKOBA OMOIICHS 3a U3CIEABAHE HA MOAUBXHOCT
HA HA3JIHW UWIMAPHU KJIETKM W / WIM TEHEeTHMYHO U3CJEe/lIBaHE 3a MbpPBUYHA IMIIMApHA
JTMCKUHE3NS,

e lI3nuTBane Ha MOT W / WM yOBIKEHO TecTBaHe Ha myranuu Ha reHa CFTR (Bv3pacTHH Ha
BB3pacT <50 ToJMHM WIM TNPU TaKUBa C €MU30JM Ha TMAHKPEATUT, OOCTPYKLMS Ha 4YepBara,
TOIUIMHHA MPOCTPALIMSA U IPU  MAIlMEeHTH CbC  CBHI'BTCTBAILIO  YEPHOAPOOHO  3abossiBaHe
WM MBXKO Oe3rioaue)

e bponxockonusi TP CHMHEHM 3a YYXIM Tejla, AHOMAJIUM Ha JIUXATCIHUTE WBTUIIA U
HE0OXOIUMOCT OT MpoOM 3a MHUKPOOMOJIIOTMYHO H3CIEABAaHE Ha PECHHUPATOPHU TMATOTCHH,
BKJIFOYUTEITHO MUKOOAKTEPUH;

 Ornenka 3a acniupanus (TbpBUYHA UM BTOPUYHA);

e JIOMbTHUTETHN UMYHOJIOTUYHHU T€CTOBE ((DYHKIIMOHAIHU TECTOBE 3a HEYTPODUIU U MOATPYIH Ha
mumbonuty, noakiaacose IgG, peakiy Ha aHTUTeNa KbM BaKCHUHU);

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

» Exokapauorpama, 0coO€HO KOraTo uMa CbMHEHUE 3a 6e10/Ipo0Ha XUIIEPTOHUS;

CTEINEH-cuana; Jloka3aTejICTBO - YMepeHO

Ilpenopvka-6

[ToThpcere MOMBIHUTENHA HCTOPHUSA, 3a Ja OMPEEIUTe MapKepH 3a TEXKECT, BB3JECHCTBHE Ha
3a00IIIBaHETO, CHITBTCTBAIIM 3a00JsABaHUS U MoauduImpyemMu puckoBu (axtopu. Hcrtopusrta
TpsiOBa J1a BKJIIOYUBA: YE€CTOTA Ha €K3alepOaluy W XOCHUTAIM3AIMU, CTEIIEH Ha OrpaHrYaBaHe Ha
YCWIHMETO, U3JIaraHe Ha TIOTIOHEB JWM W JPYTU 3aMbpCUTEIH, HCTOPHUS Ha JETCTBOTO H
xunume. CTEIIEH - cunna; loka3aTeicTBo - HUCKA

Kontpoa

PanHoro ® edexkTMBHO mTpocieAsBaHEe HaMmalsBa KpaTKOCpOYHaTa W JIBITOCpOYHATA
3aboneBaemoct. [lpu moaxopsmio nedenue, OenoapoOHaTa OONECT, YCIOXKHSABAIIA MBPBUYHUS
UMyHOIEePUIIUT, HE TpsAOBa ga ce Biomana. [lo-romsMara NPOABDKUTETHOCT HAa XPOHHUYHA
MPOIYKTHBHA KAlILJTUIIa € CBhp3aHa C Mmo-Jioa GyHKIUs Ha Oemust 1po0.

Ilpenopvka-7

IlenTa e na ce onTUMU3Mpa OOMIOTO OJIATOCHCTOSHUE, KOHTPOJAa Ha CUMITOMHUTE, OeloapoOHaTa
¢ynkuus, kadectBoTo Ha *kMBOT (QoL) m nma ce Hamanu yecroTata Ha OOOCTpsiHE M Jla ce
MPeOTBPAaTH MPEKOMEPHOTO HamalsiBaHe Ha OenonpoOHaTa ¢yHKius. ToBa MOXKe /a M3HUCKBa
MHTEH3UBHA MEIUIIMHCKA TEPaITusl.

CTEIIEH-cuaHa; J/loka3aTejicCTBO-BHCOKA
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O0ocTpsinust

Ex3anepbanuure Biomasat QolL, yBenmnyaBaT pazMepa Ha JMXATEIHUTE MBTHINA U CHCTEMHOTO
BB3NAJICHUE, BOJAT /O XOCHUTAIM3alMs M Ca HE3aBUCHUM MPEIUKTOP 3a HaMmalisiBaHE Ha
oenoapobHaTa ¢yHkiua. CHMOTOMHTE BKJIOYBAT > 72 4Yaca yCWICHA KalUIWIa, NMPOMSHA B
xpaukure (00eM, BHCKO3WTET, THOWHOCT), 3aJyX, XEMONTH3a W / WIA KOHCTUTYIIHOHHO
pPa3CcTpOMCTBO (HEPA3MOIOKEHHUE, YMOPA).

Ilpenopvka-8

Pa3paboTBaHe Ha TUTAaHOBE 3a JICUCHHWE HA €K3alepOanuy 3a BCEKH MAI[MCHT, CBBHP3BAINU TU C
I'BPBUYHU 37PaBHU TPIKH W CHEIUATM3UPAHU WM OOJHUYHHM ChOpbKeHus. Korato € ymecTHo,
TOBa BKJIFOYBA MHAUBUYAJTM3UPAHA U CAMOCTOSITEIIHY IJIAHOBE 3a JIEUCTBHE 3a YIIpaBJICHUE.
CTEIIEH-cunna; /loka3aTejcTBO - HICKA

TEPAIIUSA - AHTUBMOTHUIIUA

Bucokure OakTepualiHM HATOBapBaHUS B JUXaTeNHUTe MbTHIIA Ha manmeHtTn ¢ CSLD /
OpOHXMEKTa3UM Ca CBbpP3aHU C IMOBHUILIEHU PECIUPATOPHH CUMIITOMM, MO-YECTH OOOCTPSHHUSA U
MOBMILIEHU MapKepH Ha Bb3naneHue. CienoBarenHo, aHTUOMOTHYHATA Tepanus 3a HaMalsiBaHe Ha
0aKTepHaTHOTO HATOBAaPBAaHE MMa IICHTPaIHA YIPABICHCKA POJISL.

1.Ilpu octpute 0OOCTpsiHMS, B 3aBUCHUMOCT OT TEXECTTa, IIbPBOHAYAJHO C€ OIUTBAT
KPaTKOCPOYHUTE TEPOPATHH AHTHOMOTHUIM W aMOynaropHutTe rpuxu. llo-Texxkure enuzonu
W3HUCKBAT MHTPABEHO3HM AHTUOMOTHIIM, KOMOMHHUPAHM C MHTEH3MBHA (HU3UOTEpanus U JIpYyru
METOJM 32 H3YMCTBAHE HA AUXATEIHUTE IbTUIIA, BKIIOYUTEIHO IyJBEpU3UpaHa TEparusl.
Benpeku ye nuncear coyMHM 0Ka3aTeICcTBa, OOMKHOBEHO Ce MpenopbyBa JBYCEIMUYEH KypC
Ha aHTHOMOTHIM. OTroBOPHT Ha TEpamusATa BKIIOYBA HaMaJleH 00eM M THOMHOCT Ha XPayKuTe,
KaKTO U 110100peH XapaKkTep Ha KaluluiaTa (BJakHa /10 cyXa WK CIHMpaHe Ha Kalluiara), 00mo
omarocbcrosinue, QoL u Mapkepu Ha cucteMHO Bb3najeHue (C-peakTuBEH NPOTEHH), MUKPOOHO
W3UYMCTBAHE U BPBIIAHE KbM U3XOJJHOTO HUBO CBHCTOSHHUE.

. M3kopensisane Ha Pseudomonas aeruginosa - xpoHumuHata wuHOekuus ¢ Pa npum
CSLD/6ponxuekTa3un € CBbp3aHa C HampeAHaio 3a0oisiBaHEe W BIIOIIABAaHE HA KIMHUYHUTE
pe3ynraTtiu. Manko peTpoCleKTHBHO MpOoy4YBaHe CchOoOIaBa, 4e Mpu MbpBOTO u3onupane, [la Mmoxe
na Obje JTUKBUAMPAHO C MHTPABEHO3HU aHTHMOMOTHUIM, MOCIEABAHO OT 3-MeCe4Ha MepopaiHa U
MHXaJlAallMOHHA AaHTU- TICEeBAOMOHAJIHA aHTUOMOTMYHA Tepanus. JlokaTto epagukanusiTa €
CBI'BTCTBAaHA OT HAMAJIEHU CKOPOCTU Ha 00OCTpsiHE, ca HEOOXOIMMHU JIOIBIHUTEIIHU POYYBAHUS,
3a J1a ce JIEMOHCTpHpa HAKAKBa MPOABDKUTEIHA KIMHUYHA 110134,

. JIbATOCPOYHO MOTHCKaHE - MeaTa Ha JBITOCPOYHATa I€pOpaJlHa WIM HMHXaJTallMOHHA
aHTHOMOTHYHA Tepanusi € Ja ce HaMmalu OaKTepHalHOTO HATOBapBaHE M BbH3MAJEHUETO Ha
JUXaTETHUTE IIBTHUILA, KOTaTO HE € Bb3MOXKHO TPallHO YHUIIIOKAaBaHE HA MTO-HUCKU PECIIUPATOPHU
naToreHu. M3nuTtanus ¢ mpobJKUTENHO MPUIIOKEHHE Ha TIepopajieH OeTa-IakTaM U HHXaJIWPpaHH
aHTUOMOTHIIM JaBaT TPOTUBOPEUMBU peE3yATaTH 3a KIMHUYHA II0J13a, Karo Hail-moOpure
JI0Ka3aTeJICTBA ca MPEeA0CTaBEHHU 3a M0J3a OT paHJA0MHU3HUpaHO KOHTposiupaHo npoyuBane (PKUW)
BBPXY MHXAJATOPEH FeHTaMUIUH / aMuKalH. OOpaTHO, MOCIeIHUTE paHI0OMHU3UpPaHH, Ianedo-
KOHTPOJIMPAHU MPOYYBAHUA HAa MAKpPOJIUIM B MPOJIbIKEHHWE Ha 6-24 mecena, AOKIAABaHU OT
eKk3alepbanuure, ca HamayneHu ¢ 33- 64%, a B Hiakou ciyyau nopodpeHa QoL u GermoapoOHa
¢bynkus. HesaBucumo ot ToBa ca HEOOXOJUMH JTOMBIHUTEIHU MPOYYBAHUS, 3a J]a C€ YCTaHOBU
TSIXHaTa IUI0cTHA posid U OezomacHocT B CSLD / OpoHxHeKTa3uu, 0cOOEHO MO OTHOIIEHHE Ha
KJIMHUYHUTE TMOCJEACTBUS OT Pa3BUTUETO HA AaHTUOMOTHYHA PE3UCTEHTHOCT. Makponuaure
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TpsiOBa /1a ce M30sTBaT MPH TE€3W, KOUTO TOJy4aBaT aHTHAPUTMUYHH cpencTBa oT kiac 1A / 111,
ako uMma yawemkeH QTc nHTepBan WM KaTo €AMHUYEH areHT, KoraTto ce Kyatusupar NTM.

Ilpenopvka-9

I/I360p Ha aHTI/I6I/IOTI/II_II/I Tp$I6Ba Ja € OCHOBaH Ha pPE3yJITaTUTE OT MPIKpO6I/IOHOFI/I‘IHO HU3CJICABaHEC

Ha CeKpeT oT noiHu auxartennu neruma ([1JII1) — xpauka, OpoHxoacnupaT uiu OPOHX0AIBEOIAPCH
naBax. AHTUOMOTHYHUSAT MOZET TPAOBaA Ja € ChOOpa3HO KIMHUYHATA TEKECT U TOJICPAHTHOCT Ha
MalUEHTa, BKJIIOUUTEIHO aJleprus, KaTo Mo-KpaTku Kypcose (<14 qHM) ca IO0JIe3HHU 3a JIeUEHUE Ha
MAlMEHTH C Bb3PACTHU OPOHXHMEKTA3UH ¢ OCTPO OOOCTPSIHE B CPaBHEHHE C KypcoBe oT 14-21 nun

Ha CHCTEMHA aHTUOMOTHYHA TCpamus.

Jleka po ymepeHa

YMmepeHa Ao TexKa eKk3auepbauus (IV

ciprofloxacin ako uma P.
aeruginosa (Pa) B nocnegHute

KYATYypW.

eK3auepbauus (nepopanHa Tepanusa) A

Tepanusa) A
HayanHa amoxycillin, ampicillin,cefotaxime or ceftriaxone
eMnupuyHa amoxycillinclavulanate or (amoxycillin, amoxycillin-clavulanate, or
Tepanua* doxycycline cefuroxime)

piperacillintazobactam, ticarcillin-
clavulanate, or

ceftazidime + tobramycin§

Npu TeXKKaeksauepnauma nam Pa B
nocnegHuTe KynTypu

CneundunyHm natoreHn &

500 mr 3xgH. nau
Doxycycline — 2x100 mr/aH

H. influenzae Amoxycillin ampicillin (amoxycillin¥) cefotaxime or
B-lactamase-ve amoxycillin-clavulanate or ceftriaxone (amoxycillinclavulanate or
B-lactamase +ve doxycycline cefuroxime),

S. pneumoniae Amoxycillin — 14 aHn benzylpenicillin G, ampicillin

(amoxycillin)

lactamase negative | Amoxicillin 3,0 rp. 2x gH. unu
Doxycycline 100mg 2x AH. unu
Ciprofloxacin 500mg naun 750mg

M. catarrhalis amoxycillin-clavulanate — 3x625 | cefotaxime or ceftriaxone — 2,0 r/aH
Mr/g. (amoxycillinclavulanate, or cefuroxime)
Clarithromycine — 2x500 mr/gH

Haemophilus Amoxicillin 500mg — 3xaH nnu Ceftriaxone 2,0 rp. 1xaH (IV)

influenzae- beta Amoxicillin 1,0 rp. 3x g4H. unu

lactamase positive | Doxycycline 100mg 2xaH unu
Ciprofloxacin 500mg or 750mg
2XAOH.

2X AH.
Haemophilus Amoxicillin ¢ Clavulanic acid 625 | Ceftriaxone 2,0 rp. 1xaH (IV)
influenzae- beta mr 1 1abn. 3xgH. Unu
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S. aureus Flucloxacillin 500mg 2xgH. Uan  Vancomycin 1 gm 2xaH. unm Teicoplanin
MRSA Clarithromycin 500mg 2xaH. 400mg 1xaH. nam

unun Doxycycline 2x100 mr/gH.  |Flucloxacillin 500mg - 4xgH. nnu Linezolid
nmnm Amoxicillin ¢ Clavulanic acid [600mg 2xaH. 1

625 mr. 3xaH.9

Klebsiella, Ciprofloxacin 500mg naun Ceftriaxone 2,0 rp./aH I.V.
enterobacter 750mg
Tabn. 2xaH.
P. aeruginosa(Pa) ciprofloxacin 500 mr. 2xaH. Ceftazidime — 2,0 rp./oH. L.V. nan
(makc. 14 gHu) Piperacillin-tazobactam — 4,5 rp./aH,

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

Aztronam — 2,0 rp./aH. I.V. nnu
Meropenem - 2,0 rp./aH. L.V. unn Colistin
2MU/H. + aMUHOTIOKO3MA;

MHxanaumMoHHM aHTMbnoTnum -
colistin/tobramycin/gentamicin

NTM NOTbpCETE CbBET OT CNELMANNCT [MOTbPCETE CbBET OT CNELUaINCT NOo
no Tepanua Ha Tepanua Ha HeTybepPKy103HUTE
HeTybepKyn03HUTE MUKoGaKTepUmnY|
MUKobaKTepumn|

* B nombiiHeHHE KbM KIIMHUYHATA TEXKECT, MbPBOHAYAIHATA EMITUPUYHA Tepamnus ce PbKOBOIU
U OT MPEAUIIHUTE Pe3ydTaTh OT KyATypaTa Ha MO-HUCKUTE OTIENM Ha AUXATEIHU MBTHUINA
(xpauka, BAJI / Oponxockomusi), MECTHH MOJI€IM HAa AHTUOMOTHYHA YYBCTBUTEIHOCT U
MIPEIUIITHI PEaKIUU KbM JIeYeHHE C aHTHOUOTHIIN.

N TloTppcere KOHCYATalMsl CbC CHIEUUAINCT, aKO HMa aHaMHe3a 3a aHTHOMOTHYHA
CBPBXYYBCTBUTEITHOCT WJIM TEXKKH HEXENaHW aHTHOUOTHYHU e(peKTH U TpH CEepUuo3HU
JIEKQpCTBEHH B3aUMOJICHCTBUSA. AMHWHOTIIMKO3UANTE, MAaKPOJHUIUTE H (PIIYyOPOXHHOJIOHUTE
TpsOBa J1a ce U3MOA3BaT BHUMATEIHO MPHU NMAIlMEHTH B HAMpeIHaIa Bb3PacT.

§Bbnpekun ve neyeHuero Ha OakTepuemus ¢ Ps. aeruginosa ¢ kKoMOMHHUpaHa OeTa-JIaKTaMHa U
aMUHOTJIMKO3U/IHA aHTHMOMOTHYHA Tepamus He JaBa AONBJIHUTENTHA KIMHUYHA TI0N3a U €
CBBpP3aHO C MOBEYE HEXEJIaHW CHOUTHS, OTKOJKOTO MPHU U3MOJ3BaHE HA €JHO OeTa-JTaKTaMHO
CPEICTBO, POJsTa HA €AMHUYHA OeTa-TakTaMoBa Teparus 3a HeOakTepuanHa MHEBMOHUS ¢ P.
aeruginosa u JIpyry pecrnupaTopHu HHGEKINN € Henoka3zana. KomOuHupanara tepanus TpsOBa
BCE OIIIE J]a CE U3I0JI3Ba, KOTAaTO Ce OTKPHUAT MHOTOPE3MCTEHTHH IIaMoBe Ha Ps. aeruginosa.

4 3a neuenne Ha MRSA ce u3nckBa crieniMain3upaH CbBET B ChOTBETCTBUE C MECTHUTE MOJIETHU
Ha TOJIATJIMBOCT M TIOJUTHKY 32 KOHTPOJI Ha nH(ekuure. Pemennero kora aa ce sekyBa NTM
M KaKBO areHTH Ja Ce M3IOJI3BaT € YCIOKHEHO OT BHCOKHTE HUBA HAa AaHTUOMOTHYHA
PE3UCTEHTHOCT, TOKa3aHW OT Te3M IaMOBe, M HEOOXOAWMOCTTa OT MPOIBIKUTEIHU
TEpareBTHYHU KypPCOBE, BKIIFOUBAIIA MHOKECTBO JICKAPCTBEHH KOMOWHAIIMH, KOUTO PUCKYBaT
CepHO3HA TOKCUYHOCT U JIEKAPCTBEHU B3aUMOCHCTBUS.

& O0600mmeHn TPEenopbKUTE 3a JIBJTOCPOYHO JICUCHHE C aHTHOWMOTHIM TIpH > OT 3
eK3amepOanuy TOAUIIHO BKJIIOYBAT ONTHMU3HMpPAHE Ha KIMpPBHCA HAa JAUXATEIHUTE MBTHUIIA.
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ITpu P. aeruginosa uH@ekus - AATOCPOUHO MHXATUPAHO AaHTUOMOTUYHO JieueHue. [Ipu numnca
Ha P. Aeruginosa MHQEKIHs - ABATOCPOYHO JieueHHE ¢ Makponuau. Ilpu nurmca Ha OTrOBOP
WM HETOJIEPAHTHOCT - IBJITOCPOYHA II€T € OpaJieH aHTUOMOTUK WM KOMOWHUPAH OpalieH U
HMHXaJIaTOPEH aHTUOMOTHK (CHILO IPHU HEAJEKBAaTEH OTrOBOP OT TEpanus MOHOTEpalus C
opajieH WK uHxajgatepoeH Ab).

CTEIIEH - cuaHa; /loka3aTesicTBo - yMepeHo

Ilpenopvka-10

Tpu Bb3MOXKHU M aNTEPHATUBHU ITBTHUILA 32 €PAJAUKALMOHHO JICUEHHE, OCHOBAaHU HA TOBA,
KOETO C€ M3II0JI3Ba YeCTO B KIMHMYHATA MpPaKTHKa MpU HOBOOTKpUT Ps. aeruginosa. Cren Bcska
CTBIIKA TS € MIpPENnophuBa Ja CE IMOBTOPH B3E€MAaHETO Ha MpoOM OT Xpauku 3a Pseudomonas
aeruginosa ¥ Jia ce IpeMUHE KbM clie/iBalllaTa CThIIKa, aK0 KyJATypaTa OCTaHE MOJI0XKHUTEIHA.

CTEIIEH - cuana; /loka3aTesicTBoO - yMepeHO

Ilpenopvka-11

[Ipy mamueHTH, KOUTO HE M3UCKBAT MApEHTEPaTHU AHTUOMOTHUIM 32 OCTPO OOOCTpSHE,
MepopasHUTEe AHTHOMOTUIIM C€ MpeAnucBaT 3a Hail-manko 10 mHuM Ha 0a3ara Ha HATWYHUTE
pe3ynraTd OT MHUKPOOHONOTHATAa HA JUXaTeIHUTEe NObTUla. Heo0XoaumMo € BHUMATEIHO
IpocieigBaHe 3a OLIEHKa Ha OTroBopa Ha JyiedyeHueto. Octpute 00OCTpsiHUS Ha OpOHXMEKTa3uu
TpsiOBa 11a ce nexkyBaT 14 1HU ¢ aHTUOMOTULIN

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

Ilpenopvka-12

HeanexBaTHUAT OTroBOop Ou TpsiOBamo Ja HAIOXKHU MOBTapsiHE HA KYATYpUTE Ha JIOJHUTE
JUXaTeTHH ITBTUIIA U Ja Ce TPELeH! i ca HEOOXOMMH NapeHTepaiHa aHTHOMOTHYHA TEePaITHs
1 XOCHUTAIU3ALIHUA.

CTEIIEH - cuana; /loka3zaTesicTBo - ymMepeHo

Ilpenopvka-13

[TaruenTHTE, KOUTO HE MOyYaBaT NMEpopaTHa AHTUOMOTUYHA Tepanus 32 OCTPO 00OCTpSHE,
TpsiOBa 1@ TOJy4aT WHTEH3WBHU CTpaTernd 3a OCBOOOXKIaBaHE HA JUXATEIHUTE NHTHUINA U
MapeHTepaiHi aHTHOMOTHUIIM B3 OCHOBA HA TIOCIEAHUTE PE3YITaTH OT KyJNTypara Ha MO-HUCKUTE
nuxaTteliHu mbTuina. Heobxoaumo € BHUMATENHO mpociensBaHe. MHTpa BEHO3HUW aHTUOWMOTHIIN
TpsOBa fa OBAAT MOHE 5 ITHU M YECTO MOCJEeABaHU OT MepopaiHu aHTuOHoTHIM. [IpemuHaBaneTo
or LV. xbM mnepopanHu aHTHOMOTHIIM 3aBUCH OT TOAXOMISIIM aJITEPHATUBU 3a TMEPOPATHO
MpUJIOKeHHe W e(QEeKTUBHU CHITBTCTBAIIM TEpaluu, KaTo CTpPaTeTMu 3a OCBOOOXKJIaBaHE Ha
TUXATeIIHUTE IIBTUIA, MOTraT Ja C€ MOIAbpXaT B amMOyJaTOpHa OOCTaHOBKA W TEKYIIU
aMOyJIaTOpHHU TMperJe/u.

CTEIIEH - cuana; /loka3aTecTBo - yMepeHO

Ilpenopvka-14

JBATOCPOYHUTE TIEpOpaTHU aHTUOMOTUIIM HE TpsSOBa Ja ce MpEeAnucBaT pPyTHHHO.
Makponuau (Wau Ipyrd aHTUOMOTHITM) MOTaT J1a ObJaT pas3rie/laHd 3a TePaneBTUYHO H3MUTBAHE
3a OrpaHWYeH Mepuoja OT Bpeme (Hampumep no 12-24 mecema) mpu M30paHU MalMEHTH [HATP.
yecTu o0ocTpsiHus (>3 ek3anepOaruu U / WM > 2 XOCHUTAIHM3AlMK Tpe3 MpeaxogHute 12
Mmecena)]. Ilpemu 3amouBaHe Ha MakpoJIUAM MHPBO ce yBepere, ue uHbpekuuara ¢ NTM e
M3KJII0YEHa MpH MalMeHTH, CIOCOOHU Aa ocurypst xpauku u Hanpasera EKI' mpu Bb3pacTHu 3a
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onenka Ha QTc.
CTEIIEH - cuana; /loka3aTesicTBo - ymMepeHo

Ilpenopwvka-15

VYnorpebara Ha UHXaJalMOHHUTE aHTHOWOTHIM € cBbp3aHa ¢ 10-32% puck or
OpOHXOCTa3bM H CE€ MPENnophYBa KOHTPOJIUPAHA TECTOBA J103a C MPEA- U MOCT-CHUPOMETPUYHA.
[Ipenn wuHXanMpaHe Ha KpaTKoJAEWCTBall OpOHXOAMJIATATOP MOXE Ja Cce MpeAoTBpaTH
OpOHXOCHAa3bM U CIICAOBATEIHO € MPETIOPBYUTEIHO.

He Ttps6Ba na ce npeanucBaT pyTHHHO ABJATOCPOYHHU MYJIBEPU3UPAHH AaHTUOHOTHUIIH.

CTEIIEH - cunna; /loka3aTe/icTBO - YMepeHo

BponxounnaTaTopn H KOPTHRKOCTEPOUIN

JIuata ¢ CSLD / OpoHXHEKTa3uu MOrar Jia IMaT ChII'BTCTBAIA acTMa C XPHUIIOBE U / WU
JMCIIHEs, pearupaliy Ha JIEKapCTBEHU MPOJYKTHU ¢ OeTa-2 aroHucT. Jlokiaaure 3a CUMITOMUTE Ha
actma nipu te3u ¢ CSLD

/ 6ponxuektasuu Bapupar oT 11 mo 46%. Jlokato HAKOM NpPOy4YBaHUS MPUIIMCBAT acTMa
KaTo MpUYMHA 32 OPOHXMEKTa3uH, MO-BEPOSITHO € acTMaTa Ja Ce JMarHOCTULUpPA IIbPBOHAYAIHO
wm eqHoBpemenHo ¢ CSLD / 6ponxuexrasun. Korato ca Hanwie, aCTMaTHYHUTE Tepauu TPsiOBa
Jla ce U3IO0JI3BAT B ChOTBETCTBHE C yKa3aHUATA 3a actMa. MHxanaTtopuure koprukocrepouau (ICS)
OCUTYpSIBAaT, B Hail- 10Opus ciydvaii, ymepena mossa npu CSLD / 6ponxuekrazuu. [IpoyuBane Ha
Cochrane He ycTaHOBM 3HAUMTEIHU PA3JIMKU MEXIY Te3H, kouto noayyasar ICS, B cpaBHeHHE ¢
miane6o. KomOuampan 6eta- aronuct ¢ aparoxaeicream ICS (B cpaBaenue ¢ ICS ¢ Bucoka no3a)
nojxoOpsiBa IUCHHeATa M Kamumuunara 6e3 edekt BbpXy oboctpsHusita. OcBeH ToBa ICS mpu
BB3pPAaCTHH C XpOHUYHA pecrupaTopHa 0oJiecT puckyBa pa3Butue Ha NTM undpexuus.

Ilpenopvka-16

WHxanaTopHUTe ¥ NEPOPATHUTE KOPTUKOCTEPOUIN HE TpsAOBa Ja ce MpeanucBaT pyTHHHO,
OCBEH aKO HsIMa YCTaHOBEHA JUarHo3a 3a ChbBMECTHO chlllecTBYBaIa actma uin XOBbb.

CTEIIEH - cuaen; Jloka3zaTeJcTBa - HHCKHM 32 IEPOPATHM KOPTHKOCTEPOHWAH,
ymepeno 3a ICS

Ilpenopvka-17

WNuxanatopuute OpOHXOAWIATaTOpU HE TPsAOBAa Na ce MpEeANnHcBaT PYTHHHO U Ja ce
M3MO0JI3BAT CaMO Ha WHJIMBHIyaTHA OCHOBA.

Mosxe ma ce u3nmoi3BaT OpoOHXOIWIATaTOpU Tpenu ¢Gu3MOTepanusi — HWHXAIWpaHe Ha
MYKOAKTHBHU JICKAPCTBA, KAKTO U MHXAIMPAHE HA aHTUOUOTHIIH.

CTEIIEH - cusen; Jloka3aTejicTBO - HUCKO

MyKOJUTHIIH U MYKOAKTHUBHHU areHTH

MyKOaKTHBHHUTE CpEACTBAa BKIFOYBAT MAHUTOJ, W30- W XHUIEPTOHWYCH (U3NOJIOTHUCH
pa3tBop. Jlokaro paHHHTE KpaTKOCPOYHM MNpoy4BaHMA ca oOemasaiiu, abiarocpounure RCTs
YCTAQHOBSIBAT, Y€ KAKTO XHUIIEPTOHHYEH (U3UOJOTHUYEH pPa3TBOP, TaKa M MAaHHUTOJ, JaBaT MallKO
NPEJUMCTBO Tpea H30TOHMYHUS (PU3HOJIOTMYEH pPa3TBOpP U CHOTBETHO Ianebo. OOpartHo,
peKOMOMHAHTHATA YOBEIIKa J1e30Kcuprbonykieasa (thDNase), mupoko u3moin3BaHa MyKOJUTHYHA
npu CF, e Bpenna npu BwB3pacTHu ¢ CSLD / OpoHXHEKTa3sMM U € CBbp3aHa C IOBUIICHH
00O0CTpSIHUS U XOCIHUTANIU3alUu U 110- Obp3 ciajg Ha FEV1.

44



Ilpenopvka-18

Jla He ce mpenara pekomOnHaHTHa YoBemka DN-aza (rhDNase) nmpu Bb3pacTHH HalueHTH
¢ CSLD / 6poHXuEKTa3HH.

CTEIIEH- cunen; /loka3aTejcTBO - BUCOKA

Ilpenopwvka-19

[IpenoppuBaMe na ce MPEAsioKHU IBIATOCPOUYHO MYKOAKTHUBHO JieueHHe (>3 mecela) mnpu
BB3PACTHH MAallMEHTH ¢ OPOHXMEKTa3H, KOUTO U3MUTBAT 3aTPYAHEHHUS IIPU OTXpauBaHE Ha XPayKu
1 JIOIIO KaYeCTBO HA KUBOT M KOTaTO CTaHJAPTHUTE TEXHHUKH 32 OCBOOOXKIABaHE HA JUXATCITHHUTE
II'BTHILA HE YCISBAT 1a KOHTPOJIUPAT CUMITOMUTE.

He ce npemnopbyBaT MyKOAKTHBHH areHTH, BKIIOYHTEIHO XUIEPTOHHYEH (DU3MOJIOTHYCH
pa3TBOpP U MAaHUTOJ PYTUHHO.

CTEIIEH - c1a60; /Ioka3aTejiCTBO - YMePEHO

TexHuku 3a HM3YMCTBAHE HA AUXATEJHMTE NbTHINA, YINPakKHeHUs M Oe10aApPoOHA
pexaduauTANUA

Bwnpeku numcara Ha conmgHa 0a3a OT JIOKa3aTeNCTBA, TEXHWKHTE 33 W3YUCTBAHE Ha
JIUXaTeTHUTE IMBTUIIA ca CTaHIAPTHO JedeHue npu xopa ¢ CSLD / 6ponxuekrasun. Hannunure
IIpoy4YBaHHA II0Ka3BaT, Y€ TCXHUKUTC 3a HW3YUCTBAHC HA AUXATCIHUTC IIbTUIIA Ca IIOJIC3HH, C
nonobpeH kamauteT 3a QoL u ympaxxHeHHs ¥ HaMajeH 0o0eM Ha Kanuidiara u xpaudku. Karo ce
nMa MnpeaBua p33H006paSI/I€TO Ha TEXHUKHU 3a U3YHUCTBAHC HA JUXATCIIHUTC ITBTUIIA U ITIOBHUIIICHA
e(UKaCHOCT, KOTaTo Ce M3IMO0JI3Ba MHANBUAYAIU3UpaHa Tepanus, TpsaOBa a ce Thpcu crenuduyina
auxaTenHa excrnepTu3a. benmogpoOHata pexaOwimuTanuss € MYJITHAMCHUIUIMHAPHO JICUYEHUE,
BKJIIOUBAIII0 TPEHHUPOBKA, CaMOYIIPaBJICHHE, IICUXOCOLMATHA W XpaHUTEIHAa WHTEPBEHIIMS.
Mankute (KpaTKOCPOYHM) TEXHUKH 32 IOYMCTBAHE HA IUXATEIHUTE bTUIIA OT O0yUYeH AUXaTEJIEeH
¢bu3MoTEpaneBT, BKIIOYUTETHO TPEHUPOBKUTE 3a IUIOTO TSUIO, MOKa3BaT MOAOOpeHHe Ha
CUMITOMHUTE, TOJIEPAHTHOCT KbM ympaxkHeHusita u QoL. Ako He chlIecTBYBaT cHeUM(PUYHU
MPOTUBOMOKa3aHus, pU3nvecKkaTa akTUBHOCT TPsIOBaA J1a C€ HaCchpUaBa.

Ilpenopvka-20

[IpenoppuBar ce TEXHMKHM 33 M34YUCTBAHE HA JUXATEIHUTE ITHTUILNA BEIHBXK WIH J1BA IIBTU
JTHEBHO M Tpsi0Ba /1a ce MOThPCU ChBET OT JuXaTenHus GusnoTepanenT. MHuBuayanHa tepanus 3a
KJIMPBHC Ha AUXATEIHUTE IbTUIIA.

CTEIIEH - cunna; /loka3aTejicTBO — yMepeHO

Ilpenopvka-21

Bw3pacTHu ¢ OpOHXMEKTa3MM W OTpaHWUYCHHE Ha YIpaKHEHHsITa TpsAOBa 1a TOIydaT
O6enoapoOHa pexaOwimTanusg. Bcuuku wuHTepBeHIMM TpsAOBa jga ObJaT ChOOpPAa3eHU ChC
CHUMIITOMHTE Ha MAIMEHTa, (PU3HYECKUTE CTIOCOOHOCTH 1 XapaKTEPUCTUKUTE Ha 3a00JISIBAHETO.

CTEIIEH - cunna; /loka3aTejicTBO — yMepeHO

Ilpenopvka-22
PenoBnara (hu3nuecka akTUBHOCT ce MpenopbuBa 3a B3pacTHU ¢ CSLD / OpoHxuekTa3uu.

CTEIIEH - cuana; /loka3aTecTBo — yMepeHo

XpaneHne
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JlomoTo xpaHeHe KOMIPOMETHpa BPOACHHS U aJanTuBeH uUMyHuTeT. [IpoyuBanus npu
JIPYTH XPOHWYHH PECHUPATOPHU 3a00JIIBaHHS IMOKA3BaT, Y€ JIOMIOTO XpaHEHE MOXe Ja Oble
puckoB (dakTop 3a pecnupaTtopHu obocTpsHus B CSLD / Oponxmekrtazuu. HemocTursT Ha
BUTaMUH-D ce cBBp3Ba C MO- JIOIIN PE3YIATATH, HO I0KA3aTEICTBAaTA 3a TOBA Ca HUCKH.

Ilpenopvka-23
OueHka ¥ ONITUMU3UPAHE HA XPAaHUTEIIHUS CTATYC.
CTEIIEH - cunna; /loka3aTejicTBO — yMepeHO

HamansBane Ha AOMBJIHUTETHO yBpexkIaHe Ha oesusi 1pod

3aMbpCUTENIUTE HA OKOJHATa Cpela, BKIIOYHTEIHO TIOTIOHEBUS MM, BJIOIIABAT
XPOHUYHHUTE PECIUPATOPHU 3a00JISIBAHUS U MIPEICTABIABAT AOIIBIHUTEICH PUCKOB (DAKTOp 3a Te3H
¢ CSLD / OpoHXHEKTa3HH.

Ilpenopvka-24

HacbpuaBane Ha eTMMUHUPAHETO HA TIOTIOHOMYIIEHETO, BKIFOUUTEIHO U3JIaraHe Ha MyHIeK
Ha BTOpa yrnoTpeoa.

CTEIIEH - cunna; /loka3aTeicTBO — CHJIHA

Ilpenopvka-25
HacwpuaBane Ha n30srBaHeTo Ha 3aMBPCUTENH BB BB3/IyXa.
CTEIIEH - cunna; /loka3aTecTBO — HUCKA

CoebpTCTBAINM 3200JIIBAHUA

[Marmmenture ¢ CSLD / OpoHXMEKTa3uM ca YBEJIWYHIU CTEIEHTa Ha KOMOPOWIHTET,
BKJIFOUMTETHO XPOHHMYEH CHHY3MT, ractpoe3odareaneH pediykc, ,,acTMa-nmofodHa* OoyiecT u
nenpecusi. He € u3BeCTHO Jaiu Te€3W CHITBTCTBAIM 3a00JIIBaHUS YBEIWYaBAT yecToTaTa W / Wi
TeXeCTTa Ha 00OCTPSIHUATA WU BJIOIIABAT YBPEXKIAaHETO Ha OenuTe JpodoBe.

Ilpenopvka-26

PenoBHo HabmonaBaiiTe U ynpaBisiBaliTe YCIOXKHEHUSATA U ChI'BTCTBAILIUTE 3a00JIsIBaHUS.
PenoBen nperien Hali-MaJIKo €IMH BT B TOJJMHATA, KATO OCOOEHO MPH MbpPBOHAYAIHATA OI[EHKa

MYJITHIUCIHUIIMHAPEH €KUTI € 33 PEAIIOYUTaHe.

IIpecneovm exntousa oyenka Ha:

a) TEKECT, KOSITO BKIFOYBA OKCHMETPHS U CIIUPOMETPHS;

0) KyiITypa Ha Xpaukd (KOraro € HajJMyHa) 3a pyTHMHHa OakTepuajiHa M TOAMIIHA
MUKOOaKTepHaiHA KYJITYypa;

B) YIpaBlieHME Ha BBH3MOXKHH YCJIOXKHEHHUS M CBHIBTCTBAILM 3a00JsIBaHMs, OCOOCHO 3a
racTpo- ezodareaneH pedurykcHa 60JecT / acrupalius, peakTuBHa OOJIECT Ha JUXATEITHUTE IMHTUIIA
/ actma, XOBb, oTOprHONIapUHreaqTH! HapyLIEHHs], ypUHapHa MHKOHTHHEHIUS, ICUXUYHO 3][paBe
U CTOMATOJIOTM4YHO 3a0osiaBane. [1o-psIKo MalnueHTUTe N3UCKBAT OILICHKHU 3a HApYIICHO TUIIAHE U
YCIIOKHEHUS Ha ChPLETO;

I') Clla3BaHe Ha TepaluuTe U MMO3HABaHE Ha OOJIECTHUTE MPOLIECH U JICUCHHUS,;

CTEIIEH - cuana; /loka3aTesicTBo - ymepeHo

JApyru BugoBe jJie4yeHue, BKJI XUPYPru4HO
Hamuue ca pasznuynu Apyru Je4eHus, HO C MaJIKO MOJKPEINsM JaHHW. Hacrtosmure
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CTpaTervy 3a YIPaBJICHUE Ca HAMAIMIU HEOOXOJIMMOCTTa OT XHPYPTUYHH HHTEPBCHIIMH, KOUTO
HOCSIT MaJIbK, HO 3HAUUTEIICH PUCK OT 3a00JIeBa€MOCT ¥ CMBPTHOCT. TpaHcIiaHTanusTa Ha Oenure
npoOoBe TpsiOBa 1a ce 0OMUCIIH P MAIMEHTH ¢ KpaeH cTaauii Ha 6emoapooHa 00ecT.

Ilpenopvka-27

[Tpu moka3zanaus 3a XUpypruuHaTa Hameca TpsiOBa J1a MMa OIEHKAa OT TaKbB CHEIHUAINCT B
MYATUIUCHIUIUTMHAPHUSA EKUII npu CSLD / OpOHXOEKTa3MBHUTE TPYKH.
CTEIIEH - cuina; /loka3zaTesIcTBO — yMepeHa

ObocHoBkata 3a xupypruuHo sedeHue Ha CSLD /OpoHxuekTasuu € Ja ce NPEeKbCHE
MOPOYHUSAT KPBI' HA OPOHXMEKTa3NH Ype3 MpeMaxBaHe Ha 0eloapoOHUTE CErMEHTH, KOUTO BE4e He
ca ()yHKIIMOHAJTHY, U MPEJOTBPATABAaHE HAa aHTAKMPAaHE HAa ChCEJHUTE 30HU Ha Oenust npob. Haii-
YyecTara MHAMKALMS 33 Olepaluara ca penuAMBUpPAIIN MHOEKIMH C XPOHWYHU CUMIITOMHU KaTo
IIPOAYKTHBHA KallUIMI[A, THOMHA XpayKa U XEMOITH3a.

KaTo 1151510 XMpypruyHUTe MHTEPBEHLIUH U3TIISKAT TOJIE3HU CaMO PU MHOTO BHUMATEITHO
noJ0paHy TAlMeHTH, KOWTO W3MCKBAT HaW-100Bp mpodua HA pPHUCK-TION3a OT MOJ0O0pEeHH
CHMIITOMH Cpelly 3a00JeBaeéMOCTTa, CBbp3aHa ¢ XHUpypruuHara Hameca. [lanuenture me n3bepar
oIepalys caMo ako HsAMa e(peKTHBHA MEAUIIMHCKA OMIIHA 32 JICUCHHE.

Ilpenopvka-28

He ce mpenopbpyBa XHpYpru4HO JIeYCHHE HA BB3PACTHU MALMEHTH C OpPOHXMEKTa3WH, C
U3KIIIOYEHHE Ha MAallMEeHTH C JIOKAJM3UPAaHO 3a00JBaHe U BUCOKA YECTOTAa Ha 00OCTPsSIHE, BBIIPEKU
ONITUMH3AIMATA HA BCHUKH JPYTH aclIeKTH Ha TAXHOTO KOHTPOJIMPaHE Ha OPOHXUEKTa3UUTE.

CTEIIEH - c1a0o; /loka3aTe/JCTBO - yMEPEHO

IIpobdsemn Ha 001IeCTBEHOTO 3apaBe, npeBeHUUuss |

NMOAXOASIIO NPeI0CTABAHE HA 3IPABHU I'PUKH

CounanHo-UKOHOMHYECKUTE JETEPMUHAHTH HA 3JpPAaBETO, BKIIOYUTEIHO TIXHOTO
BB3AcicTBUE BHpXYy CSLD / OponxuexTazuu, He MoraT Jga ObJaaT pasrieaHu aJleKBaTHO B TAaKOBA
PBKOBOJCTBO. MIMyHHM3allMu, KOWTO NPEJOTBpPATIBAT OCTPH PECHUPATOPHU HH(DEKIHH, KaTo
KOKJTFOIII, TPUITHA U TTHEBMOKOKOBHM BaKCHUHH, C€ MPEMOPHUBAT, BHIIPEKH JIUIICaTa HA CrieU(PUIHA
Joka3aTencTBa 3a Bucoko HuBo CSLD / OpoHXueKTa3uu.

[IpenocraBsiHeTOo Ha NpPOrpaMyM 3a XPOHUYHHU 3a00JIABaHUS M3UCKBA BCEOOXBAaTHU U
BUCOKOKBATU(GUIUPAHU MBPBUYHU 31paBHU yciayrd. OOpa3oBaHHETO HA MEAUIIMHCKHUTE
CIELMAJIMCTH, OCUTYpPSIBAIlM IIBPBUYHM 3APABHM YCIYI'M CIIE€[BAa Ja CE€ CbCPEIOTOYM BBPXY
UICHTUQUIMPAHETO Ha JIUIIA 32 MMOAXO0AII0 HACOUBAHE U BUCOKOKAUECTBEHO MECTHO YIpPaBJICHHUE.
ITonoOHO Ha ApPYrHM XpOHUYHHU 3a00NSBaHUSA, MHIUBUAYATU3UPAHOTO U MYITUAMCLUUIUIMHAPHO
yIpaBleHUE Ha clydyauTe, paboTello B paMKUTE Ha MEXIYyNpodecuoHalHa paMKa, € ONTUMAIIHO.
KnuanyHoTO BiOIIaBaHe TpsOBa Aa JOBEAE O PaHHO HACOUBAHE 3a CIELUAIU3UPAHU TPUXKH.
Xopata ¢ yMEpeHO WM TeXKO 3a0oisiBaHE€ ce KOHTpoiaupar Hail-mobpe upes
MYJITUAUCIMILUIMHAPEH MOX0l KbM XPOHUYHATA FPUKA.

[Tarmmentu ¢ CSLD / bronchiectasis, KOUTO >KUBEAT B OTJAJIEUEHU U B CEJICKUTE pailoHW,
MPEICTaBIABAT OCOOCHN MPEIN3BUKATEIICTBA 3a MPEAOCTABIHETO HAa TPIIKH.

Ilpenopvka-29

47



Nmynusupaiite cnopen Hamumonannute nmyHu3anuoHHU cxemu. OcUrypere HaBpeMEHHa
CIKCTOJHAa MMYHHU3alUs C I'pUIl U CC YBCPCTC, Y€ IMHCBMOKOKOBH BAKCHHU CC IIpWjIarat CbIrjJIaCHO
HallMOHAJTHUTE YKa3aHUs.

CTEIIEH - cuana; /loka3aTesicTBo - ymMepeHO

Ilpenopvka-30

HeoOxonmuMo e koopAauHHpaHO OOCITYXBaHE OT OCUTYPSIBAlIUTE 3ApPaBHU YCIYTH.
[Ipenmonara ce, 4ye cHeMUaIMCT OImeHsBa mnpeamnonaraemata CSLD / OpoHxuekrazuu 3a
MOTBBPK/IaBaHE HA MAarHO3aTa, U3CJIeABaHE Ha €THOJIOTUATA, OL[CHKA Ha TEXKECTTa U pa3paboTBaHe
Ha TUJIAHOBE 3a yIpaBlieHHE. XopaTa ¢ YMEPEHO WIIM TEXKO 3a00JsBaHE ce KOHTPOMHpAT Hail-
no0pe upe3 MYITUIUCUUIUIMHAPEH MOAXO0J KbM XPOHWYHATA TpHKa C HHAWBHUIYaTU3UPaAHO
yIpaBlieHHe Ha ciydaute. KIIMHUYHOTO BiomaBaHe TpsiOBa Ja J0BEAE 0 PAHHO HACOYBAHE KBbM
yciyru ¢ ekcrieptusa Ha CSLD / OpoHxuekTa3uu.

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

Ilpenopvka-31

Tps6Ba 1a ce U3BBPIIM ClIEUUATU3UPAH IPEryiesl 32 NAlMEeHTH ¢ yMEpeHa HHBAINIHOCT WU
nporpecupamo OenoapodbHo 3abonsBaHe. ToBa BKIIOYBA M pasriiexnaHe Ha OenoapoOHara
TPaHCIUIaHTaLMA.

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

Ilpenopvka-32

OcurypsiBaHeTO Ha 3/paBHU T'PUXKU 32 HACEJIEHUETO B OTHAJICYEHH U CEJICKUTE pailoHU
M3UCKBA T'bBKAaBH W aJaNTUBHU MEpKU. Bbhopeku ToBa, T HE TpsOBa Ja MPOMEHsS LeiTa 3a
MIpeIoCTaBsiHE HAa Hal-100py MPAKTHKY 32 JICYCHHE Ha Ta3u MOIyJIallusl.

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

V. IlpaBuna 3a 100pa KIMHAYHA IPAKTHKA NIPH KUCTHYHA (udpo3a (MyKoBHCIH1032)
npu jauna Hajx 18 ronuiHa Bb3pacr.

Omnpenesenne

Kucrnunata ¢pubposa (MyKoBHCLIHI03a) € aBTO30MHO PELIECUBHO pa3CTPOMCTBO Ha (PyHKIMsTA HA
€K30KpHUHHUTE JKJI€3U NMpUYMHEHO OoT MyTauus B enHo oT asere komus Ha CYSTIC FIBROSIS
TRANSMEMBRANE CONDUCTANCE REGULATOR — CFTR rena B xpomo3zoma 7 — 1o 1
KOIME OT BCEKU pojauTen. AKo € Hanuie ABoiHa mytanus (1 Ha asere komus), CFTR nmpoTenHsbT
MOJKE J1a € C HapylleHa (yHKIMSA WIM Ha'bJIHO Jia OTChCTBA, B PE3yATaT Ha KOETO Ce HapyllaBa
TpPaHCIOPTa Ha XJIOPHUTE HOHM OT W KbM KieTkuTe. HapylieHunero Haif-uecTo 3acsira juia OT
ceBepHOeBporieiicku nmpousxon ¢ yectora 1: 3500. ToBa e xpoHnuHO 3a00IsIBaHe, KOETO HAM-UYECTO
BOJIM /IO XpOHHYHH CHHO-0e0ApoOHN MHPEKINH U MMaHKpeaTHIHa HeqocTaThbuHoCT. Haif-yectaTa
NpPUYMHA 33 CMBPT € XPOHUYHO HapymleHa OenoapoOHa (yHkuMs (B cienctBue Ha ¢Gubposa,
GPOHXHMEKTa3HH U eM(pu3eM) B KpaeH crauiill,

g!narnom
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CHnexTspbT Ha CBHCTOSIHMATA, MPUYMHEHU OT pasctpoeHata ¢yHkius Ha CFTR e mmpok - or
,kinacndecka® kucro3na ¢puodposa (CF) no nzonupanu ennoopranau Hapymenus, Hapedyenu CFTR-
CBBbp3aHH ChCTOSTHUSA. OnpeAenssiHeTO U OCUTYPSIBAHETO Ha JUarHo3aTa Ipu Majka HO BakKHA rpymna
MAMEHTH MOXKE Ja ObJe CEepUO3HO IPENM3BUKATEICTBO, Thl KaTO IOTHUS TECT MOXE Ja €
JBYCMUCIICH WJIM HOPMAJIEH a BBb3JEHCTBHUETO, KOETO TOBA OKa3Ba BbpXY HaIlMEHTa (Ha pa3Iu4HU
eTany OT >KMBOTAa MM) MOXe€E Ja ObJie MHOTO Ba)XKHO, Th KaTo MOXE Ja JI0OBEAE 10 IOrPELIHO
CBPBX-IMAarHOCTUIIUPAHE M HEAMATHOCTUIMPAHE M HEJeYEeHUE C TMOCIeIBAlIUTe OT TOBa
TICUXOJIOTMYECKH ¥ 3IPABHHU TIOCIIEACTBHAL,

Iloren Tecr:

Nuaukanus: [loten Tect Moke 1a ce Ha3HA4YM B CIy4yauTe, KOraTO BB3PAaCTE€H MMa MPU3HALM U
CUMITOMH Ha MYKOBUCIMO3a W/WIM MMa OJIM3BK POJHWHA, KOWTO € OWJI JMArHOCTULIMPAH C
kucTo3Ha ¢pubpo3za. Te3u npusHany MoraT Jia BKJIIOYBAT:

e XPOHMYHA KallUIUIIA C OTJIENITHE Ha I'bCTA, JICIKaBa CIy3 (OHSIKOTa U KPbB)
e TIOBTApSULIM CE€ WU NepcUCTUpAIlX (IPOABIKUTEIHN) UHPEKIUU HA AUXATEIHUTE IBTUILA,
KaTO HAaIpUMep XPOHUYEH OPOHXUT WM PEIMAMBUPAIIN THEBMOHUH

e penuAMBHpPANIM WHPEKINU Ha CHHYCHTE WM Ha3ajlHa KOHTECTUs, IPUYMHEHU OT IOJIHIU B
HOCa

peuuarBUpaIia KopeMHa 0oJKa Win TUCKOM(pOpPT

XpOHHWYHA JUAPHA WIIW OTACIIAHCTO HA MA3HU UBIPAKHCHUA CbC 3]IOBOHHA MHUPU3MaA

3ary0a Ha TerJo WM HEeJ0XPaHBAHE;

XUIIOIIPOTCUHEMHU A

0e3IuIo/ine Mpyu MBXKe — a300CIEPMHUS

aCTEHMYEH XaOUTYC U 3a0aBsiHE B CEKCYAITHOTO pa3BUTHE.

4epHOIPOOHA IMPO3a C MOPTATHA XUIIEPTOHHSL.

3axapeH AuabeT, MpUapyk eH ¢ 0eToApOOHH OIJTaKBaHUSI.
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e [lankpearuru.

e [IpwcTu TN "bapabannu manku".
Pesyararu: KoHuenTtpamuss Ha XJopuad B moT paBHO M Hax 60 mmol/L — pesyntarsT e
MoKasarejeH 3a MyKkoBucuujos3a. Konmenrpamus Ha xmopuad B nor nojg 30 mmol/L —
MYKOBHUCLIH/I032a € MaJKo BeposiTHa. llpu ycTaHoBABaHe Ha MEXIWHHU CTOMHOCTH 3a
KOHIIEHTpanus Ha xyopuau B moT 30-59 mmol/L cienBa ga ce koMOMHHMpa ¢ TEHETUYHO M
¢ynkumonanHo wum3cieaBane Ha CFTR. To3um momxoxm yBenmuuaBa BEpOSTHOCTTa 32
UIeHTUQUIMPAHE HA JIHUIA, KOUTO UMAT PUCK OT Pa3BUTHE HA MYKOBHCIIMI03a UM UMAT Takapa, C
KOETO C€ II03BOJIABA IIO-PaHHA TEpaleBTUYHA HMHTEPBEHLUS U INPOMsIHA Ha TPEAKTOpUITa Ha
6onecrra. [Ipu orpumareseH TecT, HO BHUCOKA CTENEH Ha OCTaBalll0 ChbMHEHHE, T'€HETUYHOTO
W3CieIBaHe MaK e mokasanol,
I'enernuno u3caeaBane: Mytanunte Ha CFTR ce paszmensar Ha miecT Kjaca, ONpeNesieHH OT
cnieruduunn gedeKTH B CMHTe3a, Tpaduka, pyHKuuara umu crabuiaocrrall, Msnomssanero na
renetnyHu wu3cnenBanuss Ha CFTR 3a  nguarHoctunupane Ha MYKOBHCHHI03a HM3UCKBA
UACHTU(UIMPAHUTE MYTAIMH JIa IMAT JO0Ka3aHa Bpb3Ka Che 3a0oisBaneTo. [leMoHCcTpanusaTa Ha 2
UH-TPAHC MYTalluM, 3a KOUTO C€ 3HAe, Y€ BHHArM BOISAT A0 MYKOBUCIHUIO3a, € JIOCTaThYHO
nokazatesnctBo Ha guchyHkiuss CFTR. Ako e u3BecTHO, 4e MAEHTU(UUIUpPAHUTE MYTallUU ca
CBBbpP3aHU C HEMOCTOSIHHU PEe3yJITaTH, WIM MMAT HEU3BECTHA BPB3Ka, NPU KOATO T'€HOTUIIBT HE
MO3Ke Ja 10BeJe 10 (PeHOTHI Ha MyKOBUCIMI03a, pyru uscnensanus Ha ¢pynknusata CFTR morar
na momoruarkl,
Jleuenue

Jleuennero Ha KucTo3Ha (udposa ¢ Oenonpodnu nposisu (MKB E84.0) He e mecno. llenure Ha
JICYEHUETO ca JOCTUTaHE Ha MO-IBJITOTpailHAa PEMHUCHs, MOIIAbp)KaHe Ha 1o0pa OermoapoOHa
GyHKIHSA U T0-100pO KayecTBO Ha JKUBOT, 32 KOETO € HE0OXOJAMMa KOMILUICKCHA, JBITOTpaiiHa U
epukacHa Ttepamusa. I[lpodunakTuka Ha mTporpecupaHeTo Ha OeIOAPOOHUTE YCIOXKHEHHUS Ce
MOCTUTa Ype3 OCUTYpsIBAaHE Ha JOCTHI HA BCHUYKHM MAIMEHTHU 10 paHHA AMAarHo3a W Tepamnuu ¢
Jl0Ka3aHa epeKTHBHOCT!),

BaxxHo 3HaueHHe WMa BHCOKO KaJOpHYEH XPAaHUTENCH pPEeKUM-MUHUMYM S5 XpaHEHUS B
neHoHomwue. Hamuumero Ha OOCKTUBHM KPHUTEPUM 32 JAHATHOCTHIMPAHE HA XPaHUTETHA
HEJOCTAaThUHOCT M OTJEIHO OT TOBA Ha 0eI0IpOOHO ChCTOSIHUE, KAKTO U ChITIaCyBaHU IJIAHOBE 32
JICYCHUE 32 BCSAKA OT TE3W JBE KOMITOHEHTH ITO3BOJISIBAT MO-100p0 HAOIOJCHUE U WHIWBUyaTHA
o6parHa Bpb3Kal’). 3a TOBa JIEUEHHETO HA MAIMEHTH C MyKOBHCIIN/I03a TPSOBA Ja ce TPOBEX/IA OT
MYJITHAVCIMILTAHAPEH SKHII.

lonmsaMo 3HaYeHHWE MMa aHTHOWOTWYHATA TEPAIUsi, BOJIEHA OT MHKPOOHMOJIOTHYHHUTE DPE3YNITaTH.
Tepanusita TpsOBa 3aABIKUTEIHO Ja € ChOOpa3eHa ¢ aHTHOMOrpaMaTa Ha OpOHXHANIEH CEKPET, 0
BB3MOKHOCT B3€T 4Ype3 OpOHXOCKONHUS C TPOTEKTHpaHa 4YeTka 3a u30srBaHe Ha Kpoc-
KOHTaMUHaIwus ¢ opodapunreanta ¢uopa. CekTbpbT Ha OaKTEpHATHUTE MMATOTEHU, CPEIaIl ce
pHU KUCTO3Ha (ubdpo3a ¢ 6enoapoOHU MPOSBU, C€ pa3lIMpsBa Mpe3 MOCIETHOTO AeceTuierne. B
JOMBTHEHHE KbM yCTAaHOBEHUTE MaToreHu, kaTo Pseudomonas aeruginosa, Burkholderia cepacia u
Staphylococcus aureus, HoBu ['pam-oTpunatennu HedepMeHTHPAIIN OaKTepUU U HETYOCPKYJIO3HH
MHKOOAKTEpUH ca TPUAOOWIN TO-TONAMO KIMHHYHO 3HaueHuell. OT TronmsMo 3HadeHHE e
JICYEHNETO HA TaKWBa TAIMEHTH Ja CE BOJW B 3BEHA C KOMIIETEHTHOCT KbM 3a00JIIBaHETO, ChC
CMELMAIHUA MEKpPH 32 MPOTUBOETIHEMUYEH KOHTPOJI. BHUMaTenHOTO
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HaOmoneHne W JyiedeHue Ha Pseudomonas OenoapoOHa MH(EKIMA, KaKTO M Cerperanusta Ha
NAIMEHTH C pa3IMYeHa MAJIUTPa OT NPUUUHUTENN Ha HHPEKIUS 10A00pABAT KIMHUYHUS PE3yIITaT,
kakto u mpexuBsemocttal®’. Hosa mndekmus ¢ Pseudomonas BHHArm ce jeKyBa, Thil KaTo
HenexyBana BuHaruB xponudumupal®l. 3a epamuxanms na Pseudomonas ce moaxoxna ¢ 28 aHH
WHXaJaTOpeH TOOpaMHMUMH, WIM JO 3 Mecela HWHXaJaTopeH KOJUCTHH C IepopajieH
nunpodokcanvH. 3a MalUeHTH ¢ XpOHMYHAa MH(EKIUs ce MNpeanpueMa AbIrorpaiiHa
aHTHOaKTepuaiHa Tepanus ¢ 28 THEBHO MHXaJMpaHe Ha TOOPaMUIMH IOCIEABAHO OT 28 JHU
MIOYMBKA. AJITEpHATUBU Ca NHXAJATOPEH a3TPEOHAM, KAKTO M MHXAJATOPEH KOJUCTHH.

ITo/i3BaHeTO HA AUXATETHA PEXA0MJIHMTAIMS C MOCTYPaJCH JPCHAX W JUPHKHpaHa KalllIuiia,
KAKTO M JPYT¥ METOIM Ha GPOHXMAIHO OYMCTBAHE Ca C BUCOKA CTEIIeH Ha penopbkal®l,
MykoauTuinu: EJIMHCTBEHUAT MYKOJMTHYCH areHT, KOWTO € JoKa3al e(pUKACHOCTTa CH IpHU
MYKOBHCIIHI032 € JIopHa3a anda. [[poyuBanusTa moka3sar noao0peHus B 0enapoOHaTa GyHKIHS |
HaMaJsiBaHe Ha OeloapOOHHMTE eK3alepOalid HE3aBUCHMO OT TEXKECTTa Ha 3a00JIIBaHETO.
Edexture ot nedeHueTo ce rydsAT, KOTraTro JICYCHHETO €€ MPEKpaTH, 3aToBa € HEO0OXOIUMO
IIBJITOCPOYHA HOAAbPIKALIA Teparusll,

XuapaTupama tepanus: [[uxaTeqHUTe IMBTUINA MPU MYKOBUCIUIO03a CE ACXUIAPATUPAT TOpaan
KOETO, MOBBPXHOCTHATA XUAPATAIUS MOXKE Ja C€ OCBIICCTBH C OCMOTHYHHM areHTH. MeXaHU3MbT
Ha JICMCTBHE C€ pas3iu4aBa OT TO3W Ha JOpHa3a ainda W JABaTa MOAXOAA Ca JOMBJIBAIIA Ce.
XUIEPTOHUYHHS PA3TBOP HA HATPUEB XJIOPUJ KAKTO M MAHHMTOJI Ca HAJUYHU KAaTO MHXAJIAIMOHHU
cpeacta B EBpona. /lokazaHo e, ye XWUIEPTOHUYHHAT (u3nosorudeH pa3rBop (7%) HamamsiBa
O6enopoOHUTE OOOCTPSIHMSI U HE3HAYUTENHO Moao0psiBa OemonpoOHata (ynkuus. M nBata
pa3TBOpa JCHCTBAT KATO UPUTAHTU M M3UCKBAT MPEIBAPUTEIHO TPETHPAHE ¢ OPOHXOIWIATATOP U
I'bPBOHAYAIIHO TECTBAHE 33 MOHOCHMOCTLY),

AHTHOAaKTepHaHa Tepanus: BugoBere nHGEKIMS MPU MYKOBHUCIIA03a MOTaT JIa Ce pa3/IeisaT Ha
OoCTpa, HHTCPMUTEHTHA U XpOHUYHA. TepamusaTa ce BOaU Ha 0a3ara Ha NMPHYMHHUTEIS M rOpHATa
kimacupukanus. XpoHUYIHATA HH(EKIUS H3UCKBA JBITOCPOYHO MHTEPMHUTCHTHO M AITCPHHUPAIIO
HMHXaJIaTOPHO neuennel®). Jleuenne c MaKpOIUAN € YMECTHO, BEPOSITHO MOpPaA BONHUS €(eKT
KaTo aHTHOAKTEPHATHU ¥ HIMYHOMOTYJTHPAIIH arc¢HTH.

Besogpo6Ho npoTuBOBB3NAIMTENHO JeueHne: Bucoku no3u nubynpodeH, ca nokaszaiau eexT B
HAMaNsABAHETO HAa CKOPOCTTa Ha 3aryba Ha OGemompoOmara Qymkmual®l  mokato apyru
MIPOTUBOBB3NAIUTEIHH OIIMU ca 6e3 JoKa3aTesIcTBeHa 0asa.

Bpouxoaunararopu: OpoHXOAWIATaTOpPHA TEpamusi € IOKa3aHa MpU HAIWYKWE Ha olpaTuma
OpoHxXHasHa 00CTPYKIIHS, C 1] M0A00psiBaHe Ha OPOHXUATHUSA APEHAXK.

CTFR wmoaynaropu: 3a BB3pacTHM M Jiella HA BB3paCT 6 TOAMHM U TIO-BB3PacCTHU C
MYKOBHCIIM103a, AbJDKAILlA CE HAa TEUTUHI MyTauuu, pa3auyHd oT G551D umm R117H, ce mpasBu
yCJIOBHA Mpernopbka 3a jedenne ¢ MBakadrop. Te3u ¢ ne komms Ha F508del myranus, ce npasu
CHJIHA TpernopbKa 3a jeueHue ¢ MBakadprop/Jlymukadrop 3a Bb3pacTHU U Jena Ha Bb3pacT 12 u
noseue roauau ¢ PEO1 mo-manko ot 90%
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MIPEABUCHOTO; M YCIIOBHA MpeTnopbKa 3a jgedenue ¢ MBakadrop/JlymukadTop 3a BB3pacTHHU U Jielia
Ha BBb3pact 12 unu noseve roauau ¢ ®EO1, naaBumasamnu 90% 11,

Besogpo6na TpancnianTanms: 3a BB3pPACTHU C KHUCTUYHA (GuOpo3a, mpu KouTo OernoapoOHa
¢yakmus EO1l < 50% mnpens. cineiaBa 1a ce JAUCKYTHpAa TPEAKTOpHUATa (EBONIOIMATA) HA
3a00JIIBaHETO U BB3MOXKHOCTTA 3a JIMCTUHT 3a OenoipoOHa TpaHCIUIaHTalus. Te3u manueHTu cien
TUCKYCHSTa, aKO TpPaHCIUIAHTAIUATa C€ WpHeMe 3a OMIus, ClIeBa Ja CE€ Haco4aT KbM
CIIeIMANN3NPaH LIEHTHP 3a OLIEHKA 3a 6eoapobHa TpaHcranTarms 2,

MoHuTOpHpaHe Ha CBCTOSIHMETO: YEeCTOTa BEIHBK Ha 3 Mecella M MPU CHMITOMATHYHO
oboctpsie. O6em MonutopHm aeiiHocTr: OUJI+BJT mpu Bcska Buzuta. MUKpOOHOJIOTHS TIPH
Bcsika Bu3uTa. OllEHKA HA CTATyC W MHXAJaTOpHA TEXHHKA MPHU BCSKa BU3HUTA. PeHTreHorpadus Ha
Topakc 1 mpT romumHO + mpu Hyxknaa 3aeqHo ¢ CT. CkpuHuHr 3a auaber, MaHKPEaTurT,
0CTeonopo3a, YepHoApoOHa creaTo3a/muposa, ' EPJ], koncTumanus. ThpceHe HA MEAMKAMEHTO3HA
TOKCHUYHOCT.

Kucnoponorepanuss m HeMHBa3sMBHAa BeHTHIanusi: Kuciaoponorepanusta IpU MALUEHTUTE C
MYKOBHCIIMI03a IOCTUI'Aa 3HaYUMa PEAYKIUSA HA CUMITOMHUTE U BOJU 10 IICUXUYECKO CIIOKOMCTBHE,
HO JIBJITOCPOYHU €(EeKTH BbpPXY MPEKUBIEMOCTTa JIMICBAT 3a HHUCKOACOUTHUTE OILUH.
XunepbapHaTa OKCHICHAIlMsi HWMa ITYyOJNMKAaIlMHM, 4Ye TMoAoOpsiBa OakTepuanHaTa epaguKarlus
CHBMECTHO C TIOAXOJANIO aHTHOAKTepHanHo nedennels). Ponsara Ha HeMHBA3MBHATA BEHTHIALMS B
X0/1a Ha 3a00JISIBAHETO BCE OI[€ YACTUYHO MPUHAJIEKU KbM ,,cuBaTa’ (HeJAOKa3aHa) TepaneBTUYHA
uHTepBeHIMs. Bebmoct NIV Hail- decTo ce wM3moii3Ba KaTo MOCT KbM  0ernojpoOHa
tpancrmanTanua ] 3amoTo e epexTHBHA TeXHHKA 32 CaHMpaHE HA AMXATEHHUTE ITBTHINA M € I110-
100bp OT HUCKO-JeOMTHATa KUCIOpOJHA Tepamnus 3a JIeYeHHEe Ha HOIHA XMIIEpKalmHUYHA
pecruparopHa HeJJOCTAaThYHOCT. BB3/eiicTBHETO BhpXY OenoapoOHUTE eK3anepOaliy, IporpecusTa
Ha MYKOBHMCLHJI03aTa U (PU3MUECKUS KaallUTeT 3a yIpaxKHsIBaHe oT npuiaradetro Ha NIV e HescHo,
TBil KaTo Bce OIIE JMICBAT JBITOCPOUHH PAHIOMH3HPAHH KOHTpoiupanu mpoyusanual™l. NIV
obaue € HaAeXKIHO JIEYCHHE Ha OCTpa pECHUpaTopHa HEJOCTAaThYHOCT INPH MYKOBHCLHUI03a,
n30ArBaiiku HeoOXOJUMOCTTa OT MHBa3MBHA MEXaHWYHA BEHTUJIALMS U aCOLMHPAHUTE CEPUO3HU
YCIIOKHEHUSI.

Jleuenune Ha 0eJI0OAPOOHHU YCJIOKHEHMS: THEBMOTOPAKC, XEMOIITOE, IUXaTeIHa HEAOCTaThYHOCT CE
JIEKyBaT CbOOpA3HO CTaHJapTa 3a JeUEHUE Ha T€3H ChCTOSHHUS.

MynTUAMCUMITUHAPHUS €KHUII, TPAOBaA Ja UMa M YWIEH C YMEHHUS 3a CIpaBsHE C MCUXOCOIUAIHU U
€MOITMOHAIIHU MTPOOJIEMH, Bh3HUKBAIIIKA YECTO MPHU BH3PACTHUTE MAIMEHTH C MYKOBUCIIHI03A.

VI. Unuonartuyna 6enoapodna ¢pudposa

BbBenenmne:

Hnuonarnunara Oenoapodna ¢uodpoza (IPF) e cmemudpuuna dopma HA XpoHHYHA,
nporpecupania, ¢GuOpo3upam@a WHTEPCTULMAIHA ITHEBMOHUS C HEHM3BECTHAa IPUYHUHA,
BB3HMKBAIllA MPU BB3PACTHU NalMeHTH. PEHTreHOBUTE W/MIM XMCTONATOJIOTHMYHU MOJAETU
OTroBapsT Ha OOMKHOBEHA MHTEpCTUIMaTHa THEBMOHMS PrroBoacTBa 012011, 2015 1 2018r.
AKTyaJIU3upaT MPENOpPbKHU OTHOCHO JMArHOCTUKaTa W JiedeHHeTo Ha mamueHtd ¢ [PF.
Tepmunbstr UIP (0OMKHOBEHAa HMHTEpCTUIMAHA ITHEBMOHHMS) C€ OTHacs J0 Hajlude Ha
paauonoruunu ( HRCT) u xucTtonormunu mnposiBM Ha uauvonaruyHa OenonpoOHa ¢(ubposa.
Tps6Ba na ce oroenexu, ue moaensT UIP He e cneruduuen u moxe 1a Ob/ie BUASH MIPH JPYTU
CHCTOSIHUS KaTo 3a00sIBaHMs HA CheIMHUTENHATA ThKaH, a30ecTo3a u JIp.

Enunemuonorusi. Yecrorata Ha IPF Bapupa mexay 6-14/100,000, HO Moke 1a TOCTUTHE U JI0
175/100000, npu nmauumentu >75 ronuuu. Cpela ce mo-4ecto npu Mbxe. CpeHara Bb3pacT Ha
mposiBa Ha 3a0oJisiBaHeTO € 66 roguHu. @amunHata Gpopma e 1oOpe mo3HaTa U ONMKMCaHa, HO Ce
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cpera psIKo.

IMaTorene3sa u Ilarodusuosorus. /[o ckopo ce cumTamie , 4€ OCHOBEH MNATOTCHETUYEH
(bakTop, cTOSII B OCHOBATa Ha Pa3BUTHUETO Ha 3a00JISIBAHETO € XPOHUYHOTO Bh3MajeHue. Tazu
Teopusi O¢ OCIIOpPEeHA B CBETJIMHATA HA MHOTO HAOJIOICHUS, KOUTO TIOKa3axa, 4e Bh3MaJICHHETO
HE € OCHOBHAa OTJIMYUTENHA 4YepTa Ha MAaTOJIOTUYHHUS NpoIeC U Ye OTrOBOPHT Ha
,»[IPOTUBOBB3MATUTEIHOTO JIEYEHUE" CBhC CTPOUIM € Joll. AJTepHaTUBHA M HACKOPO
(daBopu3MpaHa TEOpus € Ta3u, CBbp3aHa C XPOHUYHA, TOBTapsIa Ce aJIBeoJapHa enUTeInaiHa
yBpeAa BoOJEIA JUPEKTHO JO IMaTOJOTHYHU MPOLECH Ha BH3CTAHOBSBAHE C aKTUBUPAHE HA
ME3CHXMMHH KJIETKH B (hopmupaHe Ha ¢uOpodracTHH U MUOGUOPOOIaCTHH (POKYCH, KOUTO
CEeKTepUpaT €KCIECUBHO €KCTpalelyJapeH MAaTPUKC U MPEIU BCUUKO KoJIareHu. MeXaHu3MbT
Ha yBpeXJaHe Ha Oenus Ipo0 ocTaBa HeW3BecTeH. VI3BeCTHHM TpUTepH BKIIIOYBAT MHXAJAIMATA
Ha METaJIeH U JbPBECEH Ipax, TIOTIOHOMYIICHEe, racTpoecodareanen peduykc. Baxna pons B
pasButuero Ha pubdpo3ara MoXke Ja Urpae NpoAyKIHATa Ha HIMUTOKUHU (Hamp. HHXHUOUTOpPHU Ha
aKTUBaTOpa Ha IUIA3MUHOT€HA, MATPUKCHUTE METAJIMPOTEHHA3U, TapaHCHOPMHUPALIUAT
pactexxeH (akTop — 6eTa) OT aJIBeOJIApHUTE EMUTEITHH KIETKH. [ eHeTHuHu (hakTopu u3riexa
MMaT BaXkKHa poiisi B martoreHe3ata Ha (uoOposara , Hanp. MUCSB u ELMOD2 rennu
MOJIMMOP(HU3MHU U MyTallMM Ha TeJIoMepa3arta.

KauHnyay cuMnToMn

TunugaoTO MMpEACTaBAHC BKJIIIOYBA IIOCTCIICHHO HA4YaJIO, 3aAyX MW Kallllula IIpU YCHUIIUC.
HepI/IOI["bT OT Ha4YaJIOTO Ha CHMIITOMHUTC [0 KIMHHYHATA IIpOdABa Ha 3a00/I1BaHETO C€E
H34YHCIIABA Ha 9 McEcca. 5% ot OITIAIMECHTUTEC HE CIIOACIIAT 3a CUMIITOMHU, KaTO € BB3MOKHO
TOBa [1a € B pE3YJITAT HA HEAOCTATbYHATA UM CY6GKTI/IBHa oneHka. OU3NKaTHOTO M3CIIeABaHE
MOKC Oa YCTaHOBH :

(] ®unHU 6MbOa3aTHU KHCHU UHCITUPATOPHU XPUIIOBE

[J Tlpomenu Ha (amaHruTe HA PBHIETE MO TUNA HAa OapabaHHM TAJIKW U HOKTH THII
YaCOBHUKOBO CTBKJIIO

(] IlmaHo3a W KIMHWYHU Oene3W Ha MyJIMOHAJIHA XUIEPTOHUS TpPU HaNpeIBaHE HaA
3a00/IIBaHETO.

JAnaruo3sa:

1 JlabopaTopHu M3cjeABaHMs : MoraT na ce ycraHoBAT yBenmdeHu CYE, CRP , neka
aHemus , jeko nmo3utuBHM RF w/mmm ANA mpu nmrca Ha MOJJIeXamo CHUCTEMHO
3a00J1sIBaHe HA ChEIMHUTENTHATA ThKaH.

| (MDYHKUUOHAJIHO H3CJeIBaHe HA IMINAHETO. THUIMYEH PECTPUKTUBEH MOJEN Ha
BEHTUJIATOPHA HENOCTAaThYHOCT C TNOHWKeH BK u Hapymienue B TpaHCropta Ha
KpBbBHUTE Ta3oBe, O2 caTyparusita € 00uyaitHO peAylupana , B YaCTHOCT IIPH YCUITHE,
W3CJIEABAHETO HA apTEPUATIHUA KPBBHH Ta30BE€ MOXKE Ja MOKAKE HAJTUYUE Ha IMXATEJIHA
HEJI0CTaThYHOCT.

- Topaxaana pentrerHorpadus : nepudepHr U 0a3aIHH PETUKYTApPHU 3aCEHYBAHUS |,
MOHSAKOIa MOTaT J1a ObcaT 3acerHaTu U IPYyTy 30HH, HAIWYKE HA IPOMEHU THII ,,[TYeTHA
MUTa*; B peIKU CIIy4ad HOpMalHa peHTreHorpadus

- HRCT wmogen BrirouBamy OwiaTepaiHu, TEpUPEepHH U CYOTUIEBPATHH PETHKYIAPHH
3aCE€HYBaHUs, C IPOMEHU THUI MMYeNTHA MMUTA, TPAKIIMOHHU OPOHXHEKTa3HH, IPOMSIHA B
apXUTEKTOHMKaTa ¥ MHUHUMAJIHM WJIM JIMICBAIlM IPOMEHU THUI ,,MaTOBO CTBKIO®.
[IpenumHo 0Ga3alHO aHTa)KMpaHE I0-U3PA3E€HO IMPH HAmpeaBaHE Ha 3a00JSBAHETO.
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Crenenra Ha CT mnpoMeHnm Kopenupa ¢ NaTO(PU3MOJIOTHYHOTO YBPEXKIAHE.
JIOMUHUPAIIOTO HATMYKME Ha MMPOMEHHU THUIT MAaTOBO CTHKJIO MpE/Ioiara HaIn4ueTo Ha
oenoapobHa (ubposza, paznuuna ot IPF u m3uckBa oOmmcisiHETO Ha OenoapoOHa
ouorncusl.

- BAL psnko Hocu mone3Ha HHpOpMAIUS U HE CE U3MCKBA KaTO PYTHMHHO H3CJIE/IBaHE
npu naruentu ¢ [PF. Pesynratute TUNUYHO MOKa3BaT HAIWYKWe Ha HEyTpodmius , a
MOHSIKOTA U JieKa eo3uHoming. MapkaHTHa €03MHODUITHS
>20% u mumdonmrosa >50% ce aconuupart ¢ alTepHATHBHA IUArHO3a

"I Besonpoona 6moncusi (nocpeacrBoM VATS wiud TOpakOTOMHs ) ce HajaraT IpH
CbMHHTEJIHA IMarHo3a

- Tpancropakainna EXOKI' e noka3aHa npu cejleKTUpaHU MAIMEHTH C OrJIe]] OIlEHKa
Ha PAP

Xucronornyno usciaenasane . UIP e monen Ha ¢pubpo3a xapakTepusmpani ce ¢ TeMIIOpaliHa U
CenTalHa XETePOreHHOCT, Y4acThlM C aKTUBHU (uOpobracTHU (OKyCH, pa3npbCHATH CPEX
Y4acCThUH OT YBpPEJIEHA CTPYKTypa THII ,,[TYEJIHA MUTA™, OTpa3siBallld XPOHUYHO YBPEXKIAHE U
y4acThIM OT HOpMaiHa OenoApoOHa ThKAH , Pa3IMYHU CTAJIMU OT €BOJIOLUATA Ha Mporpeca
Ha 3a00JIIBaHETO B PA3JIMYHU y4acThIM Ha Oenmust npod. VMHTEepCTUIMATHOTO Bh3MAJICHHE €
MUHUMaTHO. HaimyHau ca choOmeHUs 3a TUCKYTaOWIHM Cllydad WM pPa3MHHABAHE B
CTAaHOBHMIIaTa Ha IATOJO3UTE OTHOCHO Hanmuuuero Ha mojnen Ha UIP B marepuanure ot
6enoapoOHa Ouorcusi, KaTo B TAaKMBa CIy4ad Ce€ MPEMOpbhYBa MOCTABIHETO HA JHarHo3ara Jia
CTaBa clie/l KIIMHUYHO, PAJUOIOTUYHO U XHUCTOJIOTUYHO 00CHKIaHE.

Jluarno3ara MOXe CbC CUTYPHOCT J1a ObJie MOCTaBeHa B MO-TOJIIMaTa 4acT OT CIydyauTe Ha
Oasara Ha ximHuyanTe ganaure W gadaure or HRCT. Ha Ta6n.l ca mnokaszanu
peHTreHonornyanTe xapakrepuctuku Ha IPF (2). benogpoOnara Guoncust He ce mpenopbyuBa
npu nanuentu ¢ kinHndHd 1 HRCT nannm 3a IPF, Ho Moxke na Obae cpeacTBo Ha u300p mpu
HaJIMYMe Ha HETUNHYHO TMpeJCTaBsHE (HAMp. NMPEJOMHHAHTHO HAJWYME HA MPOMEHU THUI
,»MaTOBO CTBKJIO® , HOAYJIH, KOHCOJIUIAIIMH, aHTakupaHe Ha ropuute Jooose Ha HRCT, mnana
BB3pacT) [Ipu HEeoOXoauMoOcT OGuomncusta Moxe 1a Oble ochinecTBeHa B xona Ha VATS unu
TopakoToMusi. TpaHCOpOHXHaJHa OHWOICHS HE CE€ MpenopbyBa, Th KATO MaTepUATBT OT
mpobaTa 4ecTo € HeloCTaTh4eH U HenHpOopMaTHUBEH.(2)
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Taom. 1

UlP Probable UIP

Subpleural and basal Subpleural and basal

predominant; distribution is predominant;
often heterogeneous* distribution is often
heterogeneous

Honeycombing with or without  Reticular pattern with peripheral
peripheral traction traction bronchiectasis or
bronchiectasis or bronchiolectasis

. ot
bronchiolectasis May have mild GGO

Indeterminate for UIP Alternative Diagnosis

Subpleural and basal predominant ~ Findings suggestive of another
diagnosis, including:

Subtle reticulation; may have mild o CT features:

GGO or distortion (“early UIP
pattern”) ° Cysts ‘
© Marked mosaic
CT features and/or distribution of attenuation
lung fibrosis that do not suggest © Predominant GGO

any specific etiology (“truly

: ; ° Profuse micronodules
indeterminate for UIP")

© Centrilobular nodules
° Nodules
° Consolidation

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

¢ Other:

° Pleural plaques (consider
asbestosis)

° Dilated esophagus
(consider CTD)

° Distal clavicular erosions
(consider RA)

° Extensive lymph node
enlargement (consider
other etiologies)

° Pleural effusions, pleural
thickening (consider
CTD/drugs)
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JAuarsocruynu kpurepum 3a IPF

1. W3ximrouBane Ha Apyru u3BecTHH npudwam 3a [LD ( Hanp. nmpodecrnoHanHa ekcro3unus Ha
BPEIHOCTH Ha OKOJIHATA Cpefia, CUCTEMHHU 3a00IsIBaHMsI, MEJUKaMEHTO3Ha TOKCUYHOCT U JIp.)
2. Hanmuuero na HRCT monen na UIP
3. Cneunduunn komOuHaruu ot Mmozaendn Ha HRCT ©m XHCTONATOJIOTMYHM MOJEIH IPH
MAIMEeHTH, MTOJUI0KEHN Ha OenoapobHa Ouorncus.
[TaruenTu cve cbMHeHue 3a IPF mbpBoHauanHo ce oueHaBar 3a UASHTUGUIUPYEMH IPUYUHU 32
UHTEPCTUIIMAIHO OenoapoOHo 3adonsBane (ILD), karo HampuMep BhTPENIHA U MPOPECHOHATHA
€KCIIO3UIUsl Ha BpeIHU (PaKTOpU Ha OKOJHATa Cpena, 00JIECTH Ha CheAUHHUTENHATa ThKaH WIH
JIEKapCTBEHAa TOKCMYHOCT. AKO MMa MOoTeHIMalHa npruyrHa 3a ILD, nanueHTsT ce nmojuiara Ha
Mo-3a/1b1004€Ha OILIEHKa 3a TMOTBbPXKIAaBaHE WJIM U3KIIOUYBAHE HA XHUIIEPCEH3UTHBEH
MTHEBMOHHT, OOJEeCT Ha ChEAMHHUTETHATA THhKaH, MHEBMOKOHMO3a W STPOTCHHU NPUIHHH
(Hamp.JIeKkapCcTBeHa TOKCUYHOCT M paaualus). AKO He € OChIIeCTBeHa CcrielupUYHa JUarHo3ara
WK HsAMa HISHTU(UIMpaHa MOTeHIMATHA nmpuanHa 3a [LD, ciex ToBa KIMHUYHATA HAXO0JKA U
HRCT ce pa3sraexaar no BpemMe Ha MyJTHANCHUIIIMHAPHA JUCKYCHS KOSTO Ja YCTAHOBU WJIU
na u3kioun guarnosara IPF
IPF ce pamarHoctummpa, ako ¢ Ha Juie komOmHamus oT wmonxenmun Ha HRCT wu
XUCTOMATOJOTHYHU Mojaenu. (2). Tabm.2
JAudepeHnuaia 1uarsosa
] JleBocTpaHHa Cbple4YHAa HeaocTaTh4HOCT (yecta kinuHuyHa JIJ] rpemka npu IPF,
KaTo Ha MallMeHTUTE YECTO CE€ Ha3HAYaBaT IUYyPETHIIH.
[} ®dudpornyHa HecnienupuIHa HHTEepcTHIHATIHA (puOpo3a uim apyra ILD
[] Azbecro3a
[ CheAMHUTEIHO-TBKAHHO 3a0o/isiBaHe (MOXX€ Jla HMa TMOAOOHU KIUHUYHU H
paaronoruyHu npoMeHu ¢ mozaen Ha UIP.
() XpoHUYHA XUINPCEH3UTHBHA NMHEBMOHMS (I10J03Mpa ce MPU THUIHYHO aHTAKUPaHE
Ha TOPHWUS/M CPEIHUS JISUT , MUKPOHOAYJIAPHU , IPOMEHH THIT ,,MaTOBO CTHKJIO 30HU C
HamaseHa mpo3padyHocT, BAL ¢ numdouutHo mpencraBsHe, HEYECTO , HO MOXE Ja
Ob1e cBbp3ana ¢ mojen Ha UIP
() XpOHHYHA CAPKONA032
[] JlekapcTBeHO UHIAYIIUPAHU POMEHU

Taba. 2 Iuarno3a IPF (2)

IPF suspected* Histopathology pattern

“ Indeterminate for dAII:egr:::ll?
“ IPF Non-IPF dx

Probable UIP IPF (Lkel)* Non-IPF dx

Indeterminate o Indeterminate .
for UP I (Likely) fo PF™ Non-PF dx

Alternative IPF (Likely)™" _ _ .
diagnosis hon-PF dx Non-PF dx Non-1PF dx Non-PF dx




Jleyenue:

Jleuenuero Ha IPF ce 0asmpa nHa npenopbkure Ha ATS/ERS/JRS/ALAT statement:
Idiopathic pulmonary fibrosis. Am J Respir Crit Care Med 2011 (1)

Jleyenne Ha nauuenTure ¢ IPF ¢ anTukoary/ant

[IpenopbuBa ce Ha KIMHUYHUTE CIEUUANMCTU J1a HE M3MOJ3BAT aHTHUKoaryiamus ¢ warfarin
npu nauueHtu ¢ IPF, kouTo HAMaT Apyro M3BECTHO MOKa3aHME 3a U3IIOJI3BAHETO MY (CHJIHA
MpernopbKa MPOTUB, HUCKA YBEPEHOCT B OIICHKATa Ha e(heKTa).

O0ocHOBKA U cbOOpaskeHUs MPH NMPHUJIAraHeTo. Tazyu npenopbka OTaBa royiiMO 3HAUE€HUE
Ha TakvBa MOTEHLHAJIHU HEXEJTaHW CTpaHW4YHH edekTH, kaTo cMbpT. Cropen akTyalHUTE
npenopbku 3a jedeHue Ha [PF (1) noBMIIEHMAT PUCK OT CMBPTHOCT Hajlara CHJIHATa
Mpernopbka NPOTUB U3MOJI3BAHETO Ha nepopaieH warfarin karo nedenue Ha IPF mpu maunentu
c IPF. Ta3u mpemopbka ce oTHacs caMo 3a IepopalieH warfarin ¢ mpUIIeTHH CTOMHOCTH Ha
MEXIYHapOAHOTE HOpManu3upano ortHomeHue ot 2,0-3,0 u He BKiIOYBa ymorpebara Ha
JPYTH aHTUKOAryJaHTHU 3a APYTH MOKa3aHus. [lanmenTuTe, KOWTO UMAT JPYTo W/WIH U3BECTHO
MOKa3aHHE 3a aHTUKOArynialus, KaTo BEHO3Ha TpoMOoeMOonuyHa OO0JIeCT WM MPEACHPAHO
MBKJCHE, TpAOBa Ja Cla3BaT HACOKHUTE 3a JICUCHHE Ha Te3W 3a00JSIBAaHHUS HE3aBHCHUMO OT
OCHOBHaTa uM nuarnosa IPF.

Jleuenue na napuenture ¢ IPF ¢ Imatinib

Imatinib e moreHManeH uHXUOUTOP Ha OemompoOHaTa (hubpobdiacTHA- MUOPUOpoOIACTHA
nudepeHnranus u npoiaudepanns, KakTo ¥ KaTo UHXUOUTOpP Ha U3BBHKIIEThYHATA MATPUKCHA
npoxykius upe3 maxuOupane Ha PDGF u TpancopmupaHe Ha CHTHAJUTE Ha PACTEKEH
dakTop- B.

IIpenopbyBa ce Ha KIIMHMYHHUTE CHENMAJINCTH A2 He M3MO0J3BaT imatinib npu nanuenTn
¢ IPF (cnina npenopbka, cpelHa YBEPEHOCT B OLICHKATA HA eeKTa).

O0ocHoBKa M cboOpakeHHs1 npu mnpuiaradero. Cropen axkTyaaHUTE IPEHOPHbKU 3a
nedenue Ha [PF (1) Imatinib e cpaBHUTENHO CKBIO JEKApPCTBO O€3 aKTyallHU JOKa3aTeNCTBa 3a
nom3a npu nanuenture ¢ IPF 3a mpemoTBpatsiBane Ha mporpecusita Ha 3a00JSBAHETO WIIU
CMBpPTHOCTTA. B KOHTEKCTa Ha JIMIICa HAa KIMHUYHA I10J13a, Ta3W IPENOpbKa OTAaBa rOJIsIMO
3HAYEHHUE HA HEXEJIAHUTE ChOUTHS U Pa3XOJUTe 3a JICUEHUETO.

Jlesenue Ha manuenture ¢ IPF ¢ xomOmHammus or Prednisone, Azathioprine m N-
Acetylcysteine

Jlo ckopo e O6una mpuera Te3aTa, 4Ye UMyHHATa cymnpecHs € BaxkHa 3a jedeHuero Ha IPF (1).
[Ipenmosnara ce , 4e pexuM C JBE JEKapCTBa, BKIIOYBAI ITIOKOKOPTUKOUIU ¢ J0OaBSHE Ha
azathioprine umu cyclophosphamide moxe na uma mo-go0bp edeKkT OT CaMOCTOSTETHOTO
MPUJIOKEHUE Ha TIIFOKOKOPTUKOUIH (1).

IIpenoppyBa ce Ha KIMHUYHHUTE CHEHAJMCTH a He U3M0JI3BAT KOMOMHMPAaHa Tepanus
¢ N-acetylcysteine, azathioprine, u prednisone npu nauuentu ¢ IPF (cuiiHa npenopbka,
HHMCKA YBEPEHOCT B OLICHKATA HA e()eKTa)

O0ocHoBKka M cboOpaxkeHusi npu mnpuiaaradHero. Cropen axTyadHHTE MPEHOPbKU 3a
neuenue Ha IPF (1), Ta3u npenopbka ce 6a3upa Ha pe3yiaTaTUTE OT €IHO OTJEIIHO MPOYYBAHE,
KOETO € OWJI0O TMpeXJIEBPEMEHHO NPEKPaTeHO IOpaau OMAaCHOCT OT YBpekaaHus . Tasu
IpernopbKa OT/AaBa TOJIIMO 3HAYCHHE Ha MOTCHUUAIHUTE HEXeTaHW e(peKTH OT JICUEHHETO.
Exkcneprure cunrar, ye Ta3u npenopbKa ce oTHaca camo a0 nanueHtute ¢ IPF, nekyBanu c
7103a Ha JIEKApCTBEHUTE MPOJYKTH, U3MOI3BaHU B IIPOYYBAHETO, U HE € 3aJBbJDKUTEIHO Aa ce
reHepanusupa 3a Jpyru GopMu Ha MHTEpCTHIMaTHA OenoapoOdHa 0oJiecT WK APYrU J03U Ha
U3MHUTBAHUTE JeKapcTBa. He € moCcTUrHar KOHCEHCYC KakBO € MOBEIEHUETO NPH MALMEHTH C
IPF, nmonyyaBamu abpiarocpouHa KOMOMHHMpaHa Tepanus ¢ go0pa moHocumoct. [Ipu TakuBa
00CTOSITENICTBA, C€ MPEnopbyBa JIEKapsT Ja MpoBeje MHPpOpMUpaHa AUCKYCHS C KOHKPETHHUS
MAIUEHT, C Led Jja ce 00ChIAT MOTEHIMATHUTE BPEAM OT JICUEHHETO U J1a Ce B3eMar IpeIBUI
IIPUOPUTETUTE W NPEANOYNUTAHUATA HA MalMEeHTa. BbpIOpeku npeau3BHKaTeNICTBaTa IIpU
onpejeNsiHe Ha TMoj3aTa 3a OTIEIHHUTE NAlUeHTH, C Te3U, KOUTO ca OTrOBOPUIM Ha
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KOMOWHUpaHaTa Tepanus, M3IJIekaa YMECTHO Ja ce Ipepasriieia TOYHOCTTAa Ha JMarHo3ara
IPF u na ce B3eMat mpenBu APYru Mpolecu Ha 3a00JIIBaHETO, KOUTO MOXKE J1a OTTOBOPST IO-
no0pe Ha ToBa JIeYCHHUE.

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

IIpenopbuBa ce Ha KIMHUYHUTE CHENUAJUCTH Ja He H3NoJ3Bar ambrisentan,
CeJIeKTHBEH eH/0TeJINH-peleNTOPeH aHTaroHucT, npu nanuentu ¢ IPF, HezaBucumo ot
HAJIMYHETO UJIM JIMIICATA HA 0eJI0APO0OHA XHUIIePTOHMS (CHJIHA NMPeNnopPbKa NPOTHB, HUCKA
YBEePEeHOCT B OLleHKATa Ha edeKTa)

Ob6ocHOBKa H cboOpaskeHusi mpu mnpujaranero. Cropej akTyaJlHUTE MPENnopbKa 3a
neuenue Ha IPF (1) He ce mpenopbuBa M3mona3BaHeTo Ha ambrisentan npu namnuertu ¢ IPF,
KOUTO MMAaT Hpu3Hanu Ha OenoapoOHa xuneptonusa. Ha mauuentute ¢ IPF, kouto nmpuemar
ambrisentan, ce Mpenopby4Ba J1a MPEKPaTAT JCUCHUETO, MIMAaKU MPEIBU/I JIMIICAaTa Ha TOJ3a U
MOTEHIIUATHUTE CTPAHUYHU €PEKTH.

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

Nintedanib € BBTpeKJIEThYEH HWHXHUOMTOP Ha HIKOJIKO THPO3MHKHWHA3M, HACOYEH KbM
MHO’KECTBO PELENTOPU Ha PACTEeXKHUS (HAKTOP, BKIIOUUTEIHO ChAOBUS €HIOTEIEH PACTEXKEH
dakrop, pudbpobdmacTHUsS pactexker dpakrop u PDGF.

IIpenopbuyBa ce HA KIMHUYHUTE CIIENUAINCTH 12 U3M0/13BaT nintedanib npu nauueHTH ¢
IPF (ycioBHa nmpenopbKa, CpeiHa YBEpPEeHOCT B OLleHKATa Ha edeKTa).

O0ocHOBKa W cboOpaxeHusi nmpu mnpujaaranero. Cropen axkTyaaHUTE MPENOPBKHU 3a
neuenne Ha IPF (1) ce oTmaBa ronsiMo 3HaYeHHE Ha MOTEHIMAJIHATA Moji3a oT nintedanib 3a
BOKHUTE 3a MAI[UECHTUTE Pe3yNTaTH, KaTo Mporpecusi Ha 3a00JsIBaHETO, U3MEpPEHa ChC Claja
BbB ®BK, CMBPTHOCT , W MO-MaIKO 3HAYEHHWE HA NOTECHUHUAIHO 3HAYMMHTE HEKEJIaHU
ChOUTHUS U OUYAKBAHHUTE Pa3XOJ Ha JICYCHUETO. 3a pa3iuKa OT MO- CEJIEKTUBHUTE UHXUOUTOPU
Ha THUPO3WH KWHa3aTa, nintedanib m3riexxaa ¥Mma mMois3u Npu BaxHHUTE 3a manueHTtute ¢ [PF
pe3ynTaT, BBIIPEKU 4e He € Oun HaOIrogaBaH 3HaUuTeNeH edekT BbpXy oOliaTta CMBbPTHOCT.
IIpu Tepanusta ¢ nintedanib ce HabM01aBaT HAKOU YECTH HEXEJaHU ChOUTHUS KaTo Juapus, u
NalueHTuTe TpsioBa fa ObAaT HHGOPMHUPAHH 32 TOBA IIPU B3EMAHETO HA PELICHUE 3a JICUCHHE.
[Ipu neuyenue c c nintedanib He € MMao MOBMILIABAHE HA CEPUO3HUTE HEXENAHU CHOUTHUS U
CPAaBHUTEIHO MO-MAJIKO MAIIMEHTH Ca MPEKPaTHIIM IPUEMaHeTO My TIOpaJ i HEKENaH! €PeKTH.
He e n3BecTHO nanu TepaneBTUUHUTE MOJ3H 1€ CE€ PAa3InyaBaT MPHU MAUEHTUTE C MO-TEKKU
HapyleHus: B TecToBeTe 3a OenoapoOHa (QYHKUUS WIM HpU Te3H C JPYTd ChI'BTCTBAIIM
3a0onaBaHus. Hskoum OT manueHTUTe, ydacTBallM B KIMHUYHM NpOy4YBaHUs, ca Owin
NAIMEeHTH ¢ AMarHo3a, YCTAaHOBEHA C KOMIIOTbpHA TOMOTpadus ¢ BUCOKA PE30IOLHNS, KOUTO
npezrnosiara Mojiesl Ha oOMKkHoBeHa uHTepcTunnaiia nueBMoHus (UIP) (u e o0o3HaueH kato
Mozen Ha “BepositHa UIP”), a He manuentu c siced mojnen Ha UIP (T.e., 6€3 MOTBBpKACHUE 3a
OUIl ¢ xwupypruuHa OHOIICHS MpPH MNALMEHTH, YUUTO PE3YITaTH OT KOMIIOTbpHATA
ToMOrpadust ¢ BHUCOKa pe30JIIOLUS HEe ca MoKasalu Mojen, oTroBapsn Ha sicia UIP). Ot
J0Ka3aTelcTBaTa HE Morar Ja Cc€ HampaBsT MpEeANoJOXKEeHUs 3a ONTUMAalHaTa
IPOABIKUTETHOCT HA TEpamusATa, U HE € W3BECTHO KOJKO Tpae e(peKThT OT JEUYCHHETO C
TeKyIllaTa JeKapCTBEeHa Teparusl.

Jleenne Ha nanuenTure ¢ IPF ¢ Pirfenidone

Pirfenidone e nepopanen aHTu(UOPOTHYEH JIEKapCTBEH MPOAYKT C IUIEHOTPOINHO JeicTBHE.
Toit nokazaHo perynupa BaXxHU TpOPUOPOTHUHHU U MPOBB3NANUTEIHNA IUTOKUHHY Kackaau UH
BuTpo (1), kKato B CHIIOTO Bpeme HamalsiBa (puOpobOracTHaTta mponudepalus U CHHTE3a Ha
KOJIareH B )KMBOTHHCKU MOJIenH Ha OenoapoOHa ¢udposa (1).

IIpenopbuBa ce Ha KIMHMYHHUTE CHENMAJINCTH 1a u3noJ3Bar pirfenidone npu nauueHTH
¢ IPF (yciioBHa npenopbka, CpelHa YBepPeHOCT B OLlCHKaTa Ha edekra).

O0ocHoBKa M cboOpaxkeHusi npu mnpuiaaradero. Cropen axkTyaaHUTE IPENOPBKU 3a
neuenne Ha IPF (1) mmMa HOBM JoKa3aTencTBa, MOpagud KOUTO TOBA JICYEHHUE € MOJIyYUJIO
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yCIIOBHA Mpenopbka. Ta3u mpernopbka OT/IaBa TOJISIMO 3HAUCHHE Ha MOTEHIMAIHATA 0132 Ha
pirfenidone 3a BakHUTE 3a TAIMEHTUTE PE3YJITATH, KAaTO IPOTpPEecHsiTa Ha 3a00JIIBAHETO,
n3MepeHa cbc cnaga Ha ®BK M CMBPTHOCT , M MO-MAJIKO 3HAYECHHE HA IOTEHIMAIHO
3HAYUMUTE HEXeNaH!u edeKTH U pa3XxoauTe 3a JiedeHue . JJaHHuTe 3a KaueCTBOTO Ha KUBOTA
ca JIOKJAJIBaHU CHOpPAJAWdYHO B mpoyuBaHusTa 3a pirfenidone. Jleuenuero c pirfenidone e
CBBP3aHO C penlia HexellaHu e(eKTH, KaTo HAKOU MalueHTH He JKeJasT /a I MOHACAT, JOPH
U OT JICYCHUETO Ja MMa OIIpelesieHa 110133, oleHeHa ¢ n3mepBaHeto Ha OBK. Pemenunsara
TpsiOBa 1a ce B3eMar ABYCTPaHHO, KaTO MAI[MEHTHUTE, 3all0YBalll TOBa JieUeHUE, TpsOBa 1a
ObaaT nHPOPMHUpPAHU 332 BCUYKH IMOTCHIMATHN HeXenanu edektr oT Hero. Mmaiiku npensu
pa3IMYHUTE KPUTEPUU 3a BKIIOYBAHE B MpoyyBaHusATa Ha pirfenidone, Te3u pesynratu He
TpsaOBa 1a ObAaT reHepanuupanu 3a nanueHTure ¢ IPF, KouTo nMat mo-TeXKu HapyIIeHus B
TecToBeTe 3a OenoapoOHa (yHKIUS, KAKTO M 3a MAalUEeHTUTE C JPYrd 3HAYUTEIHU
chIrbTCTBAIIM 3a00sBanHus. OT JAOKa3aTeslCcTBaTa HE MOTAT Jla Ce HANpPaBAT MPEAIOI0KECHHUS
3a ONTHMallHAa MPOABDKUTETHOCT HA TepamusiTa, U HE € U3BECTHO KOJKO Tpae €(peKThT OT
JICYEHUETO C TEKYILlaTa JIEKapCTBEHA Tepamnusl.

Jleuenue na nanuentute ¢ IPF cbe Sildenafil, unxuéurop na ¢pocdoauecrepaza 5
IIpenopbuyBa ce HA KIMHUYHHUTE CIENMAJIMCTH 1A He u3nou3sar sildenafil, unxudéurop Ha
(pochoaunecrepasa 5, 3a jeyennero Ha IPF (ycioBHa npenopbka, cpeiHa YBepeHOCT B
oleHKaTa Ha edekTa).

OO0ocHoBKa M cboOpaxkeHusi npu mnpuiaaradero. Cropen axkTyaaHUTE IPEHOPbKU 3a
nedyenue Ha IPF ( 1) Berpeku, uye npunoxxenuero Ha sildenafil € cBbp3aHo ¢ Jieko mogo0peHue
B KayeCTBOTO Ha >KMBOTA, MMalKMU IpPEJIBUJ JIMIICATA HA I0J3a IPU OCTAHAIUTE PE3yNTaTH,
BKJIFOUMTETHO CMBPTHOCTTA, OCTPUTE €K3alepOaluy Wiu CKaJuTe 3a JUCIHHEs, € MPUEeTo, Ye
MPWIOKEHUETO My MOXE Ja JO0Bele [0 MOTEHUUAJIHW Bpeau. Jlumcear cnenuainu
MOArPYIOBH MPENopbKy 3a narueHTu cbe IPF ¢ nokymenTupana 6enoipoOHa XUnepToHusl.

Jleuenne Ha mnaunumeHtuTte ¢ IPF ¢ Bosentan mam Macitentan, JBOiiHH €H0TeJHH-
peuentopuu anraronuctu (ER-A u ER-B)

IIpenopbuBa ce Ha KIMHUYHUTE CHENUAJMCTH Ja He Mu3moJ3Bar bosentan wim
macitentan, u aBara nBoiinn ER-A n ER-B eHJ0Te/IHM-peleNTOPHU AaHTATOHHCTH, 32
Jeyennero Ha IPF (ycioBHa mpemopbka cpeimy, HHCKAa YBEpPeHOCT B OLIGHKATa Ha
edexra).

O0ocHoBKa M cboOpakeHHS] NPH NPUIATAHETO. Nmaiiku MIpeIBU]L
MPOTUBOPEYMBOCTTA Ha OO0OOIIEHUTE pe3ynTaTH (CMBPTHOCT WM TPOrpecus Ha
3a00JI1BaHETO) B Pa3IMUYHUTE MPOYYBAHUS U HETOUHOCTTA B OIIEHKaTa Ha €(eKTa, akKTyaIHUTe
npenopbku 3a jeyenue Ha IPF (1) He maBar mpenopbka 3a snedeHue Ha nanuenture ¢ IPF c
bosentan unm macitentan. Benpeku ToBa, nokazarencTBaTa HE IO3BOJIABAT clenupUYHA
MOArPYIOBA MPENOPbHKA.

VII. IlneBMoHuu npu auna Hajx 18 ronnmua Bb3pacr

Omnpenesienne

[TueBMOHMSATA ce AePUHIPA KaTO OCTpa MH(pEKIHI Ha OeToIPOOHUS TAPEHXHUM, KOSTO MOXKE
Jla Ce pa3BUE B aJIBEOJIUTE W/WJIM UHTEPCTUITMYMA U TIPOTHYA C:

* Ilone aBa OT cieAHUTE CUMIITOMM: TEMIIEPATypa, BTPUCAHE, OCTpa Kaluiuia (cbe nin 6e3
€KCIIeKTOpAaIKs) WM XPOHUYHA KaILTUIA C TIPOMSHA B I[BETa Ha XPAuKUTe, JIEBPATHU OOJIKH,

3aIyX.
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*  AyCKynTaTOpHU JaHHH 32 WHEBMOHHUS (KpENMUTAIMM WM KBbCHH HHCIHUPATOPHH
MyKaHWs1/BIKHU 3BBHIIMBU XPUITOBE HA OTPAaHUYEH YYaCThK, OPOHXUAITHO JHIIAHE).

* HoBu uHQUATpAaTUBHU MPOMEHH B PEHTTEHOTpamMara Ha TPBAHHS KOII, 32 KOUTO HIMA
npyro oosicienue (6emoapodeH oTok uiu uHpapkr)[1].

B 3aBucumoct ot NPpUYIMHHUTECIA HA 3200JIIBAHETO C€ pas3anvyaBart:

. NHdpexuno3an MHEBMOHUHT

1. bakrepuanHy MHEBMOHUHU

a) AepoOHU OaKTEPUAITHH ITHEBMOHUHT

— [Mpuunaenn ot ['pam-monoXxXuTenHu  OakTepuH: IMHEBMOKOKH, CTPENTOKOKH,
cradunokoku (St. Aureus)

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

Pseudomonas aeruginosa, E. coli, Proteus, Salmonella, Shigella 6) AnaepoOuu GakTepUaIHA
THEBMOHUH

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

— [Tpuunnenu ot I'pam-orpunarennu anaepodu: Bacteroides fragylis, Fusobacterium.

2. Hebakrepuanau mHEBMOHUH

— BupycHu nHeBMOHMH: TPHUITHH, TAPArpUITHHU, aJICHOBUPYCH, PUHOBUPYCH

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

— XnaMuauiinu mHeBMOHMY — ipuurHeHu oT Chlamydia Psittaci, Chlamydia

Pneumoniae

— Mukormia3MeH: ITHEBMOHHH — IPpUYMHEHH 0T Mycoplasma pneumoniae

— [Tapa3uTHH MTHEBMOHWH — MPUYMHEHH OT mapasutu — Plasmodium Vivax, Toxoplasma
Gondii, Entamoeba histolytica

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

1. Hewundexkuno3nu mHeBMOHUH

1. [THeBMOHMM, TPUYMHEHU OT PA3IUYHU XUMUYHH (DAKTOPH: Ipa3HEIIH ra3ose,
acIUpHpaHe Ha CTOMAIICH COK

2. [THeBMOHMM, TPUUKMHEHU OT GU3NYHU (PaKTOPHU — TbUeIeUeHUE, TpaBMa, Yy>KJ0 TAJI0 B
OpoHXHUTE.

Cnopen MSACTOTO, HA KOE€TO € Bb3HUKHAJIA ITIHCBMOHUSATA CE€ pasjinyaBar:

1. [THeBMOHUM, TPUJOOUTH B OOIECTBOTO (M3BHHOOTHUYHYU ITHEBMOHHUN)

2. BbTpebonnnynu (HO30KOMUAIHN) THEBMOHUU. [I[HEBMOHUS, pa3Buiia ce /iBa U MOBEYe
JTHU CJIeJ] XOCIUTANU3alisl W HEChIIECTBYBaja IO BpeMe Ha NPUEMAHETO C€ CYHMTa 3a
BBTPEOOHUYHA.

- Bentunarop-aconuupany MHEBMOHUHU- Pa3BUJIM C€ IIPU MAIIMEHTH B MHTEH3UBHU OTACICHHUS,
KOUTO ca OWIM IOCTaBeHM HAa MEXaHWYHAa BEHTHJIAIUS 3a Tepuoj moHe 48 uaca mpenu
Pa3BUTHETO HA THEBMOHUATA

B 3aBHCUMOCT OT HAIMYHETO Ha npealecTBaIM 3a00J1IBaHMsA Ce
pa3auyaBart:

1. [IbpBMYHKM NHEBMOHM — BB3HUKBAT MpH 31apaB 01 Jpod 0e3 Hamuyue Ha
[Ipe/IIeCTBAIT 3a00JIIBaHMSL.

2. Bropuynu mHEBMOHUM — T€ BB3HHKBAT KaTO MOCJEIWIIA HA APYro OENOApOOHO HIIH
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ChpJECYHO 3a0oJsiBaHe, TP  CUCTEMHHU 3abomnsBanus. Hampumep:

- 3acToiiHa NHEBMOHHSI [IPU  JICBOCTPaHHA ChHpJCYHA HEJI0CTAThYHOCT
— THEBMOHUS  clel HH(papKT BCJIEJCTBHE  HA 6enoapodHa  eMOoIHs
- XHUIOCTaTHYHA THEBMOHKMST ~ NPU  OOE3IBIKCHU Ha JIerJo MalueHTH

- MHCBMOHUU TpH  OpPOHXUEKTa3uH, npu  CTeHO3a Ha OpoHxH

- IMTHCBMOHUH IIPH KOJIAIr€HO3H, PAKOBU 3a00/1s1BaHHUs.

Criopes JIOKaIM3anUsATa HA Bb3NAJUTEHHS MPOIIEC ce Pa3InvyaBaTt:
1. AJBeosapHH THEBMOHUH — MM Bb3IAJICHUE Ha aJIBEOJIUTE Ha Oenunst Apo0.

BaKTepI/IaJIHI/ITC IMHCBMOHHHU I10-49€CTO Ca aJIBCOJIAPHHU.
2. I/IHTepCTI/IHI/IaHHI/I IIHECBMOHHWHN — MMa BH3NAJICHUC HA MHTCPCTULIUYMA Ha oenus I[p06.

BI/IPYCHI/ITG IMHCBMOHHWH ITO-4YCCTO Ca UHTCPCTULIUATIHU.

B 3aBuCcHMOCT OT PA3NPOCTPAHCHUETO HA BB3INAJUTC/IIHUA IPOoUEC C€ padjanvaBart.

1. JloGapHu (J1s7T0BM) MHEBMOHMH — BB3MAJICHHETO OOXBallla €IMH 1T JIOO (1s71) Ha
oemust 1po0. [Tpumep 3a 106apHA THEBMOHHUS € THEBMOKOKOBATa ITHEBMOHMUSI.
2. JloOynapau (OTHUIHW) — BB3MNAJIMTEITHHTE IMPOMEHH WMAT OTHHINEH XapakTep.

JloOynmapHu THEBMOHHWH ca HampuMep CTaQHIOKOKOBUTE U CTPENTOKOKOBUTE ITHEBMOHUH.
Haii-uectata ¢opma Ha 1moOyirapHa ITHEBMOHHS € OpOHXOIMHEBMOHHMSTA, TPU KOSTO
BB3NAJICHUETO OT OpOHXHUTE 0OXBaIa u Oenus Apoo.

3. CerMeHTHH TTHEBMOHHMH — BB3MAJIMTEIHUS IPOILEC CE Pa3MpOCTpaHsIBA B CIUH WIH
HSIKOJIKO CerMeHTa Ha Oenus J1po0.
4. EnHocTpaHHM W JBYCTpAaHHHU ITHEBMOHUW — BB3MAJICHUETO OOXBAlla CIUHUS WIH U

nBara oenu apooda.

KiauHuyHu cuHApOMU

1) OpOHX0-0e710APOOEH CHHAPOM,

2 (heO-pUITHO-MHTOKCUKAIIMOHEH CUHPOM,
(3)  penrrenonoruyeH 6e10ApoOEH HHPUITPAT,
4) nabopaTopHa KOHCTEIAIHS.

JAnarnosa

AHaMmHe3a

dusmKaieH nperiesn

OOpa3Ha quarHocTyka - peHTreHoJoru4Ho u3cnensane, KT Ha Topakc u ap. JlabopaTtopHu
n3cneasanus — IIKK ¢ JIKK, CYE, C-peaktuBen nporeuH u np., KI'A

MukpoOHoIOTHYHO U3CeABaHEe Ha Xpayuka, OpoHxo-anBeosapeH JaBax (bAJI), xemokynTypa
u Jp.

CepoJIoTHYHH TECTOBE, AHTUTCHHH TECTOBE, BHPYCOJIOTMYHU w3cienBanus — ELISA,
PCR

3a omeHkKa TeKeCTTAa HA NMHEBMOHHUHMTE M pellleHHe 32 MSCTO HA NpPOBEXIaHe Ha
JIedeHHeTo — aMOyJaTOpPHO, B OOJHMIA MJIM HHTEH3MBHO OT/Ae/IeHHE Cce H3MoJI3BaT
CJIeIHUTE CKAJIN:

- Pneumonia Severity Index (PSI)

- CURB-65

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

- SMART-COP ckaina - CHCTOJTHO apTepUaTHO HAJIATaHe, MYJITHIO0apHO 3acsTraHe,
CepyMeH anOyMUH, TUXaTellHa YeCTOTa, TaXUKapAusl, 00bPKaHOCT, KUCIOPOIHA caTypalus U
pH. Onpenens HEOOXOUMOCTTA OT XOCTIUTAIN3AINS B UHTEH3UBHO OT/ICJICHUE.
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Jleuenne
I.  OcHOBHO JieueHHE — AHTHAOKTEPUAITHO - OMBA EMITMPUIHO WJIM €THOJIOTUYHO JICUCHHE.
I'PYIIN AHTUBUOTHULN:
1. bera-nakTaMHU aHTUOHOTHIIN:

[leHUIMAMHY - aKTUBHU MPEAUMHO CPEILY IPaM-TIOJIOKHUTEITHH OaKTepUH - CTa(QUIOKOKH
U CTPETITOKOKH.
KapOoKCUTNIEHUITMIIMHUTE U YPEUIONCHUIIMIMHUATE Ca IMUPOKOCTICKThPHU TPYITH
AaHTHOUMOTHIIM, KaTO T€ UMAT U JICHCTBUE CpeIly IceBaoMoHac aepyruaosa (Pseudomonas
aerugenosa), kieocuena naeBMonue (Klebsiella pneumonie) u npyru npuaHuTEN Ha
ypouHpekunu (MHPEKIUN Ha ypOreHUTAIHATa CUCTEMA) U MH(EKINU B APYTH OPTaHd U
CHCTEMH.
[IpencraBurtenu: okcaumnut (Oxacillin), ammuumnua (Ampicillin), amokcuummH
(Amoxicillin); dbenokcumermmennnuana  (Phenoxymethylpenicillin);
KapOOKCUNEHUIWIINHY - KapOeHunuinH (Carbenicillin); ypen1oneHUIIMITHHE - a3JIOIHINH
Azlocillin, me3nonunun (Mezlocillin), munepanunun (Piperacillin). KomOunamus va
NEHUIWIMHN C UHXUOUTOPH Ha OeTa-IaKTaMasa: aMOKCUIIWINH ¢ OeTa-lakTaMa3eH HHXHOUTOP
- Amoxicillin + clavulanate = Augmentin; aMIuIuIMH ¢ OeTa-1akrama3eH HHXHOUTOP -
Ampicillin + sulbactam
= Unasyn; numnapanuivt ¢ Oeta-iakramaseH uaxuourop - Piperacillin + tazobactam =
Tazocin, Zosyn; THKapIWIKH ¢ OeTa-makTamasen naxuoutop - Ticarcillin +clavulanate =
Timentin

edanocnopunu:

[IspBo mokonenme: Cefadroxil, Cefazolin, Cefalotin, Cefalexin - akTUBHU cpelly rpam-
MOJIOKUTEITHN OAaKTepUU, KbM KOWTO IMPOSIBABAT MO-TOJIIMa €(DEKTUBHOCT M TIOBEUETO TpaMm-
OTPHIIATEITHU.

Bropo nokonenue: Cefaclor, Cefamandole, Cefoxitin, Cefprozil, Cefuroxime - mokpusar u
rpaM OTpHUIATENIHU OaKTepuH, KaTo e(EeKTHBHOCTTA UM CIPSMO TpaM- MOJIOKHUTETHUTE € TO-
HUCKBA, B CPABHCHHE C TIPEJICTABUTEIIUTE OT IIBPBO MOKOJICHHE.

Tpero mnoxonenue: Ceftriaxone, Cefixime, Cefoperazone, Cefotaxime - mnoBiHsIBaT U
nceBnoMoHac aepyruHosza (Pseudomonas aerogenosa), kieOcuena, €HIEpUXHUS  KOJIH,
eHTepobaKTep, cepars u Ipyr.

Yersppro mnokoneHue: Cefepime, Cefpiron - pgoOmmkaBar ce 1o JeilcTBHE 10
MIPEJICTAaBUTEINTE HA TPETO MOKOJEHHE, HO MMaT Mo-100pa e(eKTUBHOCT CIpsIMO OaKTepHH,
pa3BHUBAIN PE3UCTCHTHOCT.

ITero moxonenue: Ceftaroline fosamil, Ceftobiprole - wusmomsBaT ce 3a METUIWIHH-
pe3ucteHTHH mamoBe Ha St. aureus (MRSA).

B Hakou cnydau 1edaroCnopuHUTE c€ TMPENNouuTaT TMpeld JpYrutre OeTalakTaMHU
AHTHOHMOTHIIH, TTIOPAH MO-IIUPOKHS UM CIIEKTHDP Ha JCHCTBHE.

Kapbanmenemu - cunHO OakTepULIUTHO [AEWUCTBUE, KAaTO MAJKUTE pa3Mepu Ha
MOJICKYJIUTE MM ITO3BOJISIBAT JICCHO IMPOHWKBAHE B TpaM-OTpHIATeIHU OakTepuu - Ertapenem,
Doripenem, Imipenem, Meropenem.

MoHOOaKTaMu - HE TPOSBABAT AKTHUBHOCT CIPSMO T'PaM-TIOJIOKUTEITHH OaKTEPHHU.
CopsiMmo Tpam-OTpUIIaTeTHH OaKTepuu MpOsBSIBAT J00pa e(DEeKTHBHOCT- MPENCTAaBUTEN —
Aztreonam

2. AwmuHOT JIUKO3UJIHU aHTI/I6I/IOTI/II_II/I- IHUPOK CICKTHp Ha HeﬁCTBHC. Hpe,Z[CTaBI/ITeJ'II/IZ
Amikacin, Gentamicin, Kanamycin, Neomycin, Tobramycin, Paromomycin.
3. TeTpaI_II/IKJ'II/IHI/I - MHOro HIMpPOK CIHCKTBp Ha I[eﬁCTBHe. Te ca akTUBHH cpemy

PUKETCHH, MHUKOIUIa3MU M XJaMHIUM, Ipu Opyuenosa, xosepa, Jlaiimcka Ooiect, uyma,
cnupoxetH, anaepoou.IIpencrasurenu: Minocycline, Tetracycline, Doxycycline.
4. Maxponuam - eQeKThT e IPETUMHO BBPXY rpaM-TIO3UTUBHH
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6akrepun.IlpencraBurenu: Azithromycin, Clarithromycin, Dirithromycin, Erythromycin,
Roxithromycin

5. JIuHKO3aMUAM - M3MOJ3BAT CE€ MPHU CTa()UIOKOKOBH, MHEBMOKOKOBH, CTPENTOKOKOBU
MHOEKIUH TpH TCHUIMINH-aJCPrUYHN TAalWeHTH, KaKTO M TNPH aHAepOOHM WHQEKIUH.
[IpeacraButenu: Clindamycin, Lincomycin

6. CyndoHamMun W TPUMETONPUM - CHUHTETUYHU TPOM3BOJHM Ha cyldoHamuia.
[Ipencrasurenu: Sulfasalazine, Sulfisoxazole, Sulfamethoxazole.

1. AM(pEHUKOMN - MIMPOKOCHEKThPHH. AKTHBHHM Ca CpEIly PHUKETCHH, CAIMOHENO03H,
JUCTEPUH, eIIEPUXUs KOJIU, CTaQIOKOKU U apyru. [IpeacraBurenu: xjaopaMmpeHUKOIL.

8. XUHOJOHU (TUPa3HU MHXHOUTOPH)- OBP30 NeHCTBHE, KOETO Ce JBJDKM Ha MOTHCKaHE
cuHTe3a Ha Oaktepuannara JIHK. Ilo3BonsBar nepopaiHo jeueHre Ha CEpUO3HU MHGEKLIUU.
ChpIiecTByBaT 4YETHUPU MOKOJCHUS XHHOJIIOHU. AKTHBHOCTTa Ha IIBPBOTO IIOKOJICHHE €
MIPEeIMMHO BBPXY rpaM-oTpuuatennure 6akrepuu. [IpencraBurenu: Hanuaukcosa Kucenuna u
anano3m:Acidum nalidixicum, Acidum oxolinicum, Acidum pipemidicum. CnexnBammre
MIOKOJICHUS Ca C U3MECTBAaHE CIIEKThpa Ha NEHCTBHE M MHOTO A00pa akTUBHOCT cpery ['pam
(+) pecniupatopuu mnaroreHu. llpencraBurenu Ha BTOPO MOKOJIEHHE ((DIOPOXUHOJIOHU) :
Norfloxacin, Lomefloxacin, Ciprofloxacin, Ofloxacin, Pefloxacin. Xwunomonure Tpera
reHepanus ca HapedeHW pecrnuparopHu. IlpencraBurenu: Levofloxacin, Moxifloxacin,
Gatifloxacin, Grepafloxacin, Sparfloxacine. YerBbpTa TeHepanus (GIYOPOXHHOIOHH —
Trovafloxacin, Gemifloxacin mpuTekaBar MoIlHA aHTHaHAepOoOHA AKTMBHOCT M ITOJ0OPEHO
JEUCTBHE CPEILY THEBMOKOKH.

9. NMuna3omnoBu ¥ TpUA30JOBH IMPOU3BOJIHU - AKTUBHU Ca Cpelly peaula OakTepuu,
rpOMuky, 1npoto3ou. llpexcraBuTenu:  METpPOHMIA30J7;  THHHIA30JI, BOPUKOHA30I,
UTPAKOHA30II.

10. ['muKomenTHIHA aHTUOMOTHUIM - AKTUBHU Cpelly aepoOHUM M aHAepOOHH TIpam-
MTO3UTUBHU OakTepuu, METHUIWINH-PE3UCTEHTEH CTaQHIOKOKYC aypeyc
(MRSA).IlpeacraBurenu: Teicoplanin, Vancomyecin.

11.  T'pyna Ha okcazonunuHoHute. [Ipencrasuren: Linezolid - cCHHTETMYHO TPOU3BOAHO HA
okcazonuauHoHa. CBbp3Ba ce ¢ 50S-pubo3omHaTa cyOeiMHMIIA M TOTUCKAa MPOTEUHOBUS
CHHTE3 NpeAMMHO Ha ['pam-mosiokuTelHuTe MUKpoopranuszMu. JlelictBa OakTepuOCTaTHUHO
crpsMO cTaprIIOKOKH (BKJI. METUIIMJIMH-PE3UCTEHTEH S. aureus), CTEPITOKOKH U €HTEPOKOKHU
1 OaKTepULIUIHO

— M0 OTHOIIEHHE Ha TMHEBMOKOKH. [ToBeueTro I'paM-oTpHIIaTEIHW MHKPOOPTaHH3MH ca
PE3UCTEHTHH KbM JIMHE30JIMJ, HO MHOTo obnuratHu anaepoOu (mamp. C. difficile) ca
qYBCTBUTEITHH.

Il. MyKonUTHIM, €KCIEKTOPAHTH WM aHTUTYCHMBAa — B 3aBUCHMOCT OT BHUJA KallIWLA

(BmaxkHa/cyxa)

1. AHTUnIUpETULN — IpH PeOprInTeT

IV.  AHTUXHCTaMHHU, OPOHXOIUTIATATOPU — MPHU TTOKA3AHUS

V. Antukoarynantu — HMX npu nanmentu ¢ OJIH

VI.  Kucnopomorepamnus, HEWHBa3MBHA BEHTWIALMA WU UWHTyOalMs C MeEXaHWYHA

BEHTUJIALNS — [IPU MALUEHTH C JUXATEJIHA HELOCTaThbYHOCT
VIII. IMXATEJIHA HEJOCTATBYHOCT

B Ttecen cmmchn amxaremnara HegoctarbyHOCT (/IH) € HEBB3MOKHOCT 3a OCHUTypsSBaHE
XOMeocTa3aTa Ha KUCJIOpOJa W/WIM BBIIEPOAHHS JUOKCU] TOpaAW HapyIlleH ra3oo0MeH B
6enute npoboBe. JluxarenHaTta cUcTeMa He € B ChCTOSIHUE Jla OTTOBOPU Ha METaOOJIUTHHUTE
HY)XJIY Ha OpraHW3Ma MO OTHOIIEHHWE OKCHIeHAIMATa Ha KPHbBTA W/WUJIM €IMMHHHPAHETO Ha
CO2. JInarnozara Ha /IH ce mogo3upa npu u3MepBaHe Ha OKCHUXEMOTJIOOMHOBATA caTyparus,
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HO ce NOTBbpXk/1aBa ¢ KpbBHO-Ta30B aHanu3 (KI'A) Ha aprepuanna KpbB.

Omnpenenenus u kiacupukanus

Knacudukanusara va JIH ce ocHoBaBa Ha nBa ocHOBHU kputepus: (I) Obp3uHa Ha pa3BUTHE U
(IT) maropu3noIOrnueH MeXaHu3bM.

Cnopen Owbp3unata Ha pasButue [IH ompenensme karo ocTpa, XpOHUYHA U OCTpa IpHU
XPOHUYHA.

Octpa /IH e cbcTosiHME HA OCTPO HapylleHHE Ha 0enoApoOHHUs ra3000MeH, Bb3HUKHAJIO B
paMKHTE Ha MMUHYTH JI0 YaCOBE MJIM JIHU, U HETIOCPEICTBEHO 3aCTPaIllaBaIlo KUBOTA.
Xpounuuna /IH e cecrossHre Ha TpaiiHo cHkeHue Ha PaO2, cwe mim 6e3 npomsina B PaCO?2,
Pa3BUIIO C€ B IPOABIDKEHUE HA MECELIU UJIM TOJIMHHU.

Octpa npu xponuuna /{H onpenensime kato 6bp30 3a1b1004aBaHEe HA XUIIOKCEMHUSITA

/ XurepkamnHusaTa npu 0oiaHu ¢ Xponnuna J{H.

Cnopen mpeobiagaBamure naroU3MOIOTMYHU MEXaHU3MHU 3a Pa3BUTHETO € BB3MOXKHO
nepuHupane Ha yetupu tuna ocrpa JH1:

1 Tun I - xumoxkcemmuna — Pa0O2<60 mmHg — OCHOBHOTO HapylIeHHE €
HEBB3MOXKHOCT 3a aJIeKBaTHa OKCHUI€HallMsi Ha KpbBTa B Oenust ApoO mopaau
KOMOHMHAIMS OT HapyUICHH OTHOLIEHUS BEHTHIAIUS/Iepy3Ust U HHTPAMyJIMOHAJICH
IIBHT.

2. Tun II — Bentuaanuonna — PaCO2>46 mmHg; anBeosapHa XUIIOBEHTUIALMS 110
pa3IuYHU NMPUYMHU (TIOBUIIEHA padoTa Ha JUIIAHETO, HEBPOMYCKYJIHA MATOJIOTHS,
HapyIlIeHa peryanus Ha JIUIIaHeTo).

3. Tun III — mepu-onepaTMBHA — MOXE Jia C€ ONPEIENH KaTo MOATUII Ha TUll I, HO
YeCcTOo € pasrieXkaaHa CaMOCTOSTEIHO OPaId 3HaYUTelIHaTa i YecToTa.

4. Tun IV — moK — nocieauna Ha ChbpAeUHO-ChI0BA HECTAOMIHOCT IIOPaIH Pa3IuuHK
MPUYUHU.

CTpykTypHO-aHaTOMUYHA Kilacudukauus Ha ocTpara xumoxkcemuuyna JIH cnoopen
JIOKaJIM3alMsITa Ha OCHOBHMS marosiornueH mporec2: (1) mHTepcTuuuym — (Hampumep IHpu
aJlepruyeH ajaBeONIUT, BUPYCHA WIHU ,,aTUNHWYHA® THEBMOHMS), (2) AMXATEeTHH MBTHINA —
(HampuMep TpH OCTpa WM XPOHHYHA OOCTPYKTHUBHA OenoapoOHa maToiorus), (3) anBojapHH
MPOCTPAHCTBA — KapIWOT€HEH WU HEKapAHOTeHeH OenoapoOeH eaeM, MTHEeBMOHUS,
anBeosiapHa Xemoparusi u (4) cbpie/0enoapobHa ChIOBa MpeXa — OCTHP WM XPOHHYEH
O6emonpoOeH eMOONTU3bM, CHPIACYECH WM HHTpAMyJIMOHANIeH IIBHT. To3u momxon uma
onpejeNieHd NpeIuMCTBAa 3a KIMHUYHATa OpHEHTaluus Ipu ocTpa Xxumokcemuyna JIH.
HezaBucuMo OT MpUUMHUTE 3a Pa3BUTHETO W OCHOBHOTO HapyIIEHHE € KOMOWMHAIUS OT
HECHOTBETCTBUE HAa BEHTHJIALUATA CIPSAMO Mepy3usiTa Ha ajIBEOJUTE U JASACHO JISIB IIBHT C
HapyIIeH ra3000MeH Ha KUCIOPOAa, BBIIIEPOIHUS TUOKCU] UITU U JIBETE.

[Tpu xunoxkcemuuynara ocrpa IH (Tun I) uHTpanyIMOHATHUAT IIFHT € OCHOBHA MPUYMHA 32
apTepuagHa XUIokcemusi, pedpakrepHa Ha kuciaopoaorepanus gopu ¢ Fi02=1.0. Hanuuuero
Ha 30HU C HUCKU OTHOIICHUS BEHTUIANUS/TIepdy3us € C T0-MaJTKO 3Ha4eHHe (OCBEH KOraTo Te
ca Omm3zo nmo 0) m ToBa He € mpoOjeM 3a KOopurupaHe Ha Xumnokcemusara. OcTpusT
pecnupatopen auctpec cuuaapom (OPJIC) e Haii-Te:XKOTO HapylleHue B razooOmena. Tpure
CTENEHHU Ha TEXKECT ce onmpeaensart oT otHomeHueto PaO2/Fi02.

[Ipu BenTunanmonnara ocrpa JAH (tum II), npyuriHEeHa OT MOTHCHAT CTUMYJ 3a JTUIIAHE
(WHC) WM HapylieHa HEBPO-MYCKYJIHA CHHXPOHHU3AllMsA, HEaJeKBATHOCTTAa Ha olIiara u
ajBeoJapHa BEHTWJIALMS BOIM A0 3apbkka Ha CO2 U XunepkanHus, ¢ MapajeaIHo CHIKEHUE
Ha Pa02, KoeTo JIeCHO ce KOpUTHpa C KUCIOpOAOoTepanus. XUIEpKalHUs € 4eCTO cpelaHa
npu OenonpoOHuTe OOJeCTH ¢ OpoHXHMaTHA OOCTPYKIUS H “‘rmoxadeHa” BEHTHJIAIUS
(moBumeno VDS/VT).
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Ilepu-oneparuBHa ocrpa JH (tum III octpa /IH) Bb3HMKBA B MEpPH-ONEPATHBHUS TIEPHOJ
IIPY NMAUKUEHTH U3KIFOUUTEITHO IIPEIpa3NooKeH KbM arajekrasa. Hapymenara MexaHuka Ha
kopemHara creHa HamansBa POK3 mopx yBenmuueHuss obem Ha 3aTBapsiHe4,5 W BOAM 10O
Iporpecupai Kojanc Ha Mojyiexaliure 0eIoIpoOHU eIMHUIM C IOCJIEBAIIO0 pPa3BUTHE HA
tun | wam tun Il octpa JIH, xato yecto ce chueraBar v JABETE HapylleHUs. ATejekras3ara €
OTJINYUTEJEH MEXaHU3bM 3a BB3HHUKBAHETO Ha mnepu-onepatuBHa octpa JH m mepku 3a
IIPEIOTBPATSABAHE HA AJIBEOJIAPHUS KOJIAIIC ca 0COOEHO BaKHU B IIOBEJIEHUETO.

Yact ot mauueHTuTe ca 6e3 3HaunuMu 0enopobHu npobiemu U He ce BnucBar B Ty I, 11 nm
IIT octpa /IH, HO ca mHTYOMpaHu ¢ OAIIOMaraHe Ha JAWIIIAHETO MIPH OBJIAJIIBAHE HA ChCTOSTHHE
Ha xunonepdys3us U xemoauHamMu4Ha HecTaOmnHocT. Toa e Tum IV octpa IH, cBbp3ana
Hal-4ecTo ¢ KapJIMOTEHEH, XUIOBOJEMHUYEH WM cenThueH oK. [lanuentute obuuaitHo ca
TaXUITHEUYHH, C HAPYILLIEH CUHXPOH Ha auuiaHero. Llenra Ha moamoMaraHeTo Ha JUILIAHETO €
cTabunm3upaHe Ha ra3ooOMeHa B Oenusi Opo0, HamalleHME HATOBApBAHETO M BHCOKaTa
KHMCJIOpOJIHa KOHCYMallusl Ha JHMXaTellHaTa MyCKylaTrypa, KakTo U IpeJoTBpaTsBaHe yMopara
1 IpU 3HAYUTEIIHO HAMAJICHUS Chp/eUueH 1e0uTo,7.

XpoOHUYHA TUXATEeTHA HEAOCTATHYHOCT

Ts e mocneauua Ha XpoHWYHU OenoApoOHU OojiecTH, ¢ TpallHM HapyleHHs B ra3000MeHa,
HEBPO-MYCKYJIHA TaTOJIOTHS, OOCTPYKTHBHA ChHHA alHest WK JeopManus Ha TPbIHHUS KOII.
Xponnunata JIH e cbCTOsHME Ha NATOJIOTMYHO paBHOBECHE MEXIY HaTOBAapBaHe
(CBIIPOTHBHTENHO, €IACTHYHO — Os1 IpO0 M TPhIHA CTEHA, MUHYTHA BEHTUJIALMSA) U CHJIA Ha
JUXaTeaHaTa MyCKyJaTypa, BKJI. KOHTPOJI Ha JUIIaHeTO. MHOXXECTBO NaTOJIOTHMYHH MPOLECH
(6enoapobHY ¥ U3BBHOETOAPOOHM) MOTaT Ja JOBEIAT 10 HapyllIaBaHE Ha TOBA PAaBHOBECHUE H
pa3BUTHE Ha OCTpa npu xpoHuyHa /IH.

[Ipu noBeuero GenoapoOHU OOJIECTH, HE3ABUCUMO OT JIOKAJIM3aLUsATa Ha IpeodiagaBaiiuTe
NaTOJIOTMYHM NPOMEHU B Oenust ApoO (OuXaTeNHU MBTHUILNA, WHTEPCTULUYM, AJIBEOJIN),
OCHOBHa TpHWYMHA 32 apTepualHa  XUIOKCEMHs €  HapymIeHOTO  OTHOIICHHE
BenTuianus/meppysus ([JVA/QC). MuoxectBo 30HM ¢ Bucoko VA/QC (“moxabena”
BeHTwiaums - [JVDS/VT) nonpunacaT 3a pa3BuTMeTO Ha XxumepkanHus. Hapymienara
nudy3us Ha ra3oBeTe € OT BTOPOCTENIEHHO 3HAYEHME 3a OOMsHATa Ha KUCJIOpoJa — Hail-Beue
npu OenoapobHa Gprbpo3a u pa3npocTpaHeH AECTPYKTUBEH eMpU3eM.

OcTtpa npu xponnuyna /{H

OcTtpo BiomaBaHe Ha auxaTenHata (yHKIUS npu xpoHudyHa J|H HacTbmBa B pe3ynTar Ha
BB3/ICHCTBUETO HA €/IUH, HO MO-YECTO MHOXXECTBEHU MPOBOKUpaIIH Gpakropu (Tadi. 1).

Baxxno e na ce uma mpeaBui, ye onpeaensnl GakTop 3a pa3BUTHETO HA OCTpa MPU XPOHUYHA
JIH e ymopa Ha WHCIUpaTopHaTa JuxaTelHa MycKynarypa8. OCHOBHa MpHYMHA 3a TOBA €
MOBUIIIEHOTO HATOBapBaHE HA [WXaTelHaTa CHCTeMa IMOpaad HapylleHa MeXaHUKa Ha
TUIIAHETO — OpOHXHadHa OOCTPYKUMS W/WIM YBEIWYEHO €JaCTUYHO HaTOBapBaHE
(6enoapoOHO, HA TPBIHA CTEHA).

Hamanena cruMmynanus Ha JUIIAHETO € MPUYMHA 3a OcTpa npu XponwuHa JIH mpu
OTHOCUTENIHO Majika 4acT oT OonHute. ToBa oOMuYaiiHO ce HaOIIOaBa B yCIOBHATA Ha
JIeKapCTBEHA WIIH AIKOXOJTHA MHTOKCUKAIHS, WIIH cenupane. Bp3Mo)kHa IPUYHMHA € U CKPUT
XUTMOTUPEOUANIBM, TPU TO-BB3PACTHH MAIIMEHTH, 0COOCHO XeHH. V3KiII0ueHne ca Ciiy4auTe ¢
HE TMarHOCTUIIMPAHO HapyIIeHHEe Ha JUIIAHETO 110 BpeMe Ha ChHH.

Tabmuma 1. [Ipuanau 3a octpa npu xponnyna JIH

¢ bponxobenoapobHa nndekuus (OpoHxuansa / mapeHxumHa) bakrepuanna,
Bupycha

e benoapoben TpoMOeMOOIM3BM
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e JleBokamepHa ChpJeuHa HeJoCTaThYHOCT OCThp HH(DAPKT Ha MHOKapIa

HekonTponupaHna aprepuaiHa XUNepTOHHSI U PUTbMHU HapYIICHUS

e JlekapcTBeHO 0OYCIOBEHHU

Ce[[aTI/IBHI/I U AHTUXHUCTAMHWHOBHU IIpCHapaTu

e [IHeBMOTOpaKc

e HexoHTpospaHa KHCIOPOAOTEPAIIHS

e [loBumenu Bentmwiaropuu unckBanus Cencuc; bTE; Bbriexunparen n3numrmk;

e KopemHa xupyprusi, racTpo-MHTECTHHAIHA XeMOparus

JAUATHO3A

Juarnosara Ha JIH ce ocHOBaBa Ha aHamMHe3aTa M KIMHUYHATa KapTHHA, U Ce IIOTBBbPXK/aBa ¢
KpbBHO-razoBus aHanu3 (KI'A) Ha aprepuanHa KpbB (IpM HECHOTBETCTBHUE C KIIMHUKATa
JOCTOBEPHOCTTA Ha M3CJEJIBAHETO Jla Ce KOHTPOJMpPA Ype3 CpaBHSABAHE Ha caTypauusra ot
KI'A ¢ HeuHBa3uBHO u3MepeHara). BaxxHu KIMHUYHM Oe€ne3u ca HApyLIEHUS B JUIIAHETO
(TaxumnHes, JUCIHEes), HaTW4Ke/IUIica Ha TMPOMEHU B Ch3HaHUETO (BB30yHda, 0OBPKaHOCT),
BB3MOXHOCT 3a pa3roBop, LuaHo3a (MOXKE Ja JIMIICBA), XE€MOJMHAMUYHA HECTaOWIIHOCT.
TexecTra Ha CUMIITOMAaTHKaTa HE BUHArd KOpeiaupa cbC CTeneHTa Ha oTkiIoHeHusTa B KI'A u
TOI € MbPBOTO 3aABJDKUTEIHO H3cienBaHe. [lopaau pa3nIuyHOTO MOBEIEHUE € HEOOXOAMMO
I'bPBOHAYANIHO OBP30 pelIeHue Janu ce kacae 3a octpa (tum I-IV) mwin octpa npu xpoHuuHa
JIH. bwp3ara opueHTanus 3a BB3MOXHHUTE NPUYMHHU C OTJIE]l HEOTIOKHUTE AUATHOCTHYHH
U3CJeIBaHMs € YCIOBHUE 3a YCIIEUIHO JIEYEHHUE.

IHOBEJEHUE

[le 6bae hoxycHpaHO BHUMAHHETO BHPXY OBJAASBAHETO HA HAPYLICHHATA B OEIOIpOOHUS
ra3o00MeH — KOpUTrHpaHe Ha XUIOKCEMUSATAa /WK XUIlepKanHusaTa. KoMmiekcHOTo jeueHue
(MaTOreHeTUYHO M CUMIITOMATUYHO) Ha IPUUMHUTE 3a Pa3BUTUETO U nporpecupanero Ha J{H
nmu Ha OPJIC He e 00eKT Ha HaCTOSIIOTO U3JIOKEHHE.

OcTtpa quxarejHa HEAOCTATBYHOCT

[ToBeneHneTo 3aBUCH OT TOBA J1ajly €€ Kacae 3a XMIIOKCEMHWYHA THUII | MM BEHTHIIAMOHHA TUII
IT octpa JH. [Ipu BenTmmanuonHa HemoctaTbuHocT (BH) m anmBeonmapHa XumoBeHTHIIALUS
oOunyaifHO peHTreHorpagusara Ha 6enus Jpod He MOoKa3Ba OTKJIOHEHHs OT Hopmara. YecTo ce
Habmoaasa BH npu octpa u XxpoHnuHa OenoapoOHa nmatosiorusi ¢ OpoHXHanHa 00CTpyKLUs U
octpa npu xponuuHa /IH — «mmoxabGeHa» BeHTUIALMS BBIPEKH MOBUIIEHHUS CTUMYII 32 JUILaHe
(actma, XOBb). ToBa koHTpacTHpa ¢ KIMHUYHUTE U PEHTTeHOBU MPOMEHU NpH TUM [-BU ocTpa
JIH, nocnenuuia Ha anBeonapHo aHraxupane (mHeBMoHus, OPJIC, anBeomapHa xemoparusi,
KapAHOTeHeH 0enoApoOeH eaeM U ap.).

Kopexknus Ha xunokcemusita npu I-eu Tun ocrpa JIH e HeoTn0%kHa HEOOXOAUMOCT U U3UCKBa
Bucoko FiO2 (> 0.5) BbB BaumiBaHaTa razoBa cmec. CHUCTEMUTE 3a MOJlaBaHE Ha KUCIOPOJ He
BUHAru IMOCTUTaT jKeJlaHaTa KHUCIOPOJHA KOHLEHTpauus B Oenus ApoO, KOATO 3aBUCH OT
oenmonpoOHaTa BeHTHIAIM (Tadu. 2). Korato kopekiusaTa Ha xunokcemusta (Sa0O2

>90%) 1o TO3M HAUMH € HEeBH3MOXKHA CE€ MPUCTHIBA KbM IMOANOMAaraHe Ha JWIIAHETO —
HEWHBA3WBHA BEHTWIANUA ¢ Mo3uTMBHO Hamsrane (HUBIIH) wnm wHBa3WBHA BEHTHUIAIMS.

[Tpunoxennero Ha HVBIIH npu He3amoBonuTenHa KOPEKIMS HA XUIIOKCEMHUSTA C JIMIEBA
Macka € C HECHTypHO MpPEIUMCTBO IO OTHOIIEHHWE HEOOXOJUMOCTTa OT TOCJe/aBaIia
nHTYyOanmA9. Jledenue ¢ kucmopos ¢ BHUCOK AeOuT (mo 60 JI/MUH) Upe3 Ha3alHa KaHIoJa €
alTepHaTHBA C TMO-A00pW pe3ynaTaTH, BKJI. OT Te€3W NpHU JICYCHHE C KOHBEHIIMOHAIIHA
kucnoponotepanus unn HUBIIH, 3a kopekuuss Ha Xxwumokcemusita W H30ArBaHe Ha
eHpoTpaxeanna natyoamnun9,10. ToBa e ocHOBaHHE MOJAaBAaHETO HA KUCIOPOJ C BUCOK ACOUT C
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HazajHa KaHIoJa Jla ce Mpenophyia Kato CPeJCTBO HA MBbPBH M300p MpH MALUEHTUTE C OCTPa
xunokcemuuyna JIH. HUBITH moxe na oBmamee chbCTOSHUETO W Ja ce M30erHe MHTyOamusaTa
py MOA0paHU TMAIMEeHTH ¢ ocTpa XumokcemuyHa J[H, 0e3 xemoamHamMu4Ha HECTaOUITHOCT
Wiy AUCYHKIMS HA IHC, U 0€3 He0OXOAMMOCT OT MPOTEKIHS Ha JUXaTETHUTE MHTHIIA.

Tabmuma 2. MHTpaTpaxeaJHa KHCIOPOJHA KOHIEHTpAIMsA C  Pa3IdYHH  CHCTEMHU
(Momuduiupano mo 1)

Cucrema 3a nogaBane IlIpenBuaeno TpaxeajHa koHueHTpanust Ha O2

Ha KHCI0poa FIO: CHOKOMHO JWIIaHEe XurepBeHTUIALH

Hazanna “Bumuma”

3 n/mun 0.3 22% 23%

10 n/mun >0.5 46% 30%
JInueBa macka

10 n/Mun 0.6 53% 41%

15 n/mMun 1.0 68% 50%
Macka Venturi

4 1/mMuH 0.28 24% 21%

8 /M= 0.40 36% 29%

[Nonmnomaranero Ha aumanero npu tun [-Bu octpa JIH mma Hsxonko crenuduunn nenwul,
pasnuyHu oT Te3u npu tun ll-pu. Te BrmouBat: (1) crabuin3upaHe Ha MaUeHTa B YCIOBUS
Ha MUHUMajHa paboTa Ha auIIaHeTo; (2) 0OAMINIBAaHE C MUHUMAIHUA 00E€M, OCHTYpsBalll
enumunupane Ha CO2; (3) no6apsiHe Ha Bb3MOKHO Haii-mankoTo PEEP 3a nocturane na SaO2
>90% npu HeTtokcnyHM HEUBa Ha Fi02; (4) momabpikaHe Ha XeMOJAMHAMUKATA MIPHU HA-HUCKO
MyJAMO-KalWIApHO HAJIATaHe, HO aJIeKBaTeH ChpJeUeH 1e0UT, 3a HaMalsIBaHe Ha aJBEOJIAPHUS
eeM.

Tun Il-pu octpa [H, mocimeguna Ha MOTUCHAT CTUMYJI OT IHC WIM HapylleHa HEBpO-
MYyCKyJHa Bpb3Ka, H3MCKBAa OCHUTypsIBaHE€ Ha aJieKBaTHAa BEHTWIalMs (HEMHBAa3MBHA WU
nHBa3uBHA). KopekiusaTa Ha XUIIOKCeMUsITa He € Mpo0JieM 1 00MYaiHO ce TOCTHra C HEBUCOKA
KHMCIIOpOJIHa KOHIIEHTpauusi B rasoBara cmec. Koraro mpuumHata 3a BH e Oponxuanna
oOCTpyKIMs (T€XbK acTMaTHU€H HPUCTBI, OPOHXUOIMT) BEHTHJIATOPHUAT PEXKUM LU
muHuMusupaie Ha PEEPi 1o oBnagsBaHeTo Ha OOCTpyKuusiTa ¢ OpOHXOIWIATaTOPU U
KOMIUIEKCHO JICUEHHUE.

OcTpa npu XpOHMYHA JUXATEJTHA HEAOCTATHYHOCT

[loBenenuero ce ompezens OT €CTECTBOTO Ha MATOJOTUATa, Bojema 1o xpoHuuHa JIH u
MPUYMHUTE 32 pa3BUTHE Ha ocTpa mpu X/IH, cTementa Ha XumokceMus, JUICa/HATUYHE U
TeXXKeCT Ha xunepkanHusita. HeoOxomuma e Obp3a OlIEHKA Ha BBH3MOXHOCTHTE 32
KOHCEpPBATUBHO JICUEHUE WJIU TTOKA3aHUATA 32 MOJIIOMAarae Ha JIMIIaHeTO — HEMHBAa3MBHA WU
VMHBa3VBHA BEHTHJIAIIHSL.

Kucaoponorepanus

Kucnoponorepamnusita e mppBaTa CThIIKAa B MOBEACHUETO MIPU Te3U OOJTHH, OIIE Mpeau APyru
HEOOXOUMHU JHArHOCTUYHH mporeaypu. Llenta Ha KucmopomoTepanusira € MoJabp)KaHe Ha
carypamus >90% mnpu afeKBaTHO HUBO Ha MUPKYIUpaIl XeMorioouH. OChIIeCTBIBAHETO U

€ Bb3MOXXHO C Ha3aJieH KaTeThp ¢ AeOMT Ha Kuciaopoaa 1-5 n/MuH miam Macku Tum Venturi,
ocurypsiau FiO2 0,24 — 0,40 B»B BaumiBaHata ra3oBa cmec. M300pbhT Ha mojmaBaHaTta
KHUCJIOpOJIHA KOHIIEHTpalus ce onpenens oT npuunHata 3a X/[H, TexecTra Ha XUIOKCEMHUSITa
U CTENEeHTa Ha XHUIepKamHusg KoraTo e Hamuie. Kucnopomorepanusita TpssOBa ga ce THTpUpa
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BHHUMATEJIHO NPU HAJIM4YHA 3a/pbKKa Ha BBIVIEPOJEH AMOKCH] 3a nocturane Ha Sa02 ot 88%
10 92%. Ilpu XOBb nmbpBOHAYATHOTO HPUIIOKEHUE Ha KHUCIOPOJA Ha3alHO ¢ 2 JI/MUH B
IIOBEYETO CiIy4au € ajekBaTHO. [lorpemHo e cxBaiaHero, 4ye Mpu MALUEHTUTE C OCTpa MpuU
xponnuHa JIH e BakeH XHMIIOKCHMYHHUST CTHMYJ 3a JUIIaHE U TOBa € 4YecTa NpUYMHa 3a
HeaJieBaTHAa KUCJIOpojoTepanus. PUCKBT OT KHUCIOpoTepamusATa € B 3HAUMTEIHA CTENEH
MIpeyBEJIMYEH U € YecTa MPUYMHA 32 BB3IIbPKaHE OT JKMBOTO-cracsaBaiio jedyenue. JJH Moxe
Ja ce 3316100491 BBIIPEKH KUCIOPOI0TEpanusiTa, HO He nmopaau Hes15.

IMoanomarane Ha AUIIAHETO

lenTa Ha HayaJHOTO JedyeHHEe Ha octpa npu xponnuHa J[H e nma He ce pomycHe
MPOTPECUPAHETO W 10 HEOOXOAMMOCT OT IOANOMAaraHe Ha JWIIAHETO Ype3 EHAO0TpaxeaaHa
nHTtyOanms. Jlokazana e edexkruBHoctTa Ha HUBIIH, kosto MoOke nma mpemaoTBpaTu
HE00X0IMMOCTTa OT UHTYOAIMs B 10 75% OT ciydante nipu nokazanu 6omHu 12 Ilonacrosimem
HUBIIH ce mpenopruBa kato mbpBU U300 HA MMOBEICHUE MTPHU TeXKa ek3arepoanus Ha XObb
¢ octpa npu xponuuna JIH12,13. HUBIIH nonoOpsBa pecrnupatopHara amnuao3a, HamassiBa
paboTaTa Ha IUIIAHETO, yMOpaTa Ha JUXaTelHAaTa MyCKyJlaTypa U TeXecTTa Ha AuchHesTal3 .
lNonsim Meta-aHanu3, BKIrouBall 14 mpoyuyBaHUs MpU MAaLKUEHTH ¢ OCTpa npu xpoHuuHa JH
[I0Ka3a, Y€ HEyClleX OT JiedeHueTo € 3HauuTenHo no-manek ¢ HUBIIH B cpaBHenue ¢
koHcepBatuBHOTO Jeuenue (RR 0.48; 95% CI10.37, 0.63), c 48% e nHamaneHa CMbPTHOCTTA U C
60% nyxnara ot uaTyOanws 14. BuumareausT nonbop Ha 6omaUTEe (BXK. Tabd. 3) € ycloBue
3a ycnexa Ha npunaranata HVBIIH 3a octpa npu xponuuna /JH15.

Tabnumua 3. Kpurepun 3a non6op Ha HUBITH 3a octpa npu xponnuna JIH15

IMoaxoasima AuarHo3a ¢ NOTEHUMAJIHA 00pPaTUMOCT
[Ipenenka HEOOXOAUMOCTTA OT MOANIOMAraHe Ha TUIIAHETO
YMepeH 10 TeXbK PeCIUpaTOpeH TUCTPEC
Taxunues (JY > 24 / MuH)
VYnorpeba Ha cnoMaraTesH1 MyCKYJIH WM abJOMUHAaJIeH apagoKc
Texxu otkinonenus B KI'A
pH <7.35, PaCO2 >45 mm Hg, unu PaO2/FiO2 <200
H3kirouBane Ha NauMeHTH ¢ nporuBonokasanusd 3a HUBITH
CrniupaHe Ha TUIIAHETO
HecrabunHo cberostHMe (IOK, HEKOHTPOJIMpaHo KbpBaHe oT I'U TpakT,
HEKOHTPOJIUpaHa apUTMHS
HeBb3MOKHOCT 3a npena3BaHe Ha JUXATEIHU IbTUIIA (CKIOHEH acIIupaLis
OO6uHa ekcrieKTopanus (CeKpernn)
HeBb3MOKHOCT 32 CHTpYJHHUYECTBO WK BB30yna He
MOJKE JIa ce aJlanTupa Mackara
CkoporrHa ornepanusi — TOpHU AUXATEIHN TbTHILA, TACTPOUHTECTUHATIHA

FiO, — ¢pakuus na BrumBanus kuciopox; PaCOz m PaO; — maprmanHo HamsraHe
CBbOTBETHO Ha BBITICPOAHUA IBYOKHC U KHUCJIOPOJa B apTE€praiHaTa KPbB,

HUBIIH ne BHHarm e ychoemHa IpU BCUYKM IIallMEHTH. DBaxHa ¢
cuHxpoHuzanuara Ha nauuenta ¢ HUBIIH, koaTo 3aBucu oT moAXOIAIIOTO TPUTEPUPAHE
HAa BJUIIBaHETO, OBp3WHATA HAa HapacTBaHE Ha HAJSITaHETO H I[UKIUPAHETO Ha
BIUIIBaHe/M3auIIBaHe. J[OOBpP OTroBOp OT TMPHIOKEHHWETO W € HaluIle NMPHU CIajaHe
YyecToTara Ha JWIIAHE W Ta3U Ha ChpJedHaTa JAeWHOCT, KAKTO U CYOCKTHBHATa MpeIeHKa
Ha OosHms. M30arBaHeTo Ha eHAOTpaxealiHa WHTYOAIus TMOYTH BHHATA 3aBUCH OT
TOYHATa IMpElEeHKa Ha MNpUYMHUTE 3a ocTpa mnpu xpoHnuuHa JIH u wmepkure 3a
IIPEOJIOJISIBAHETO ¥ ¢ KOMIUIEKCHOTO JICYEHUE.

Bbnpekun akTMBHO mnpoBexAaHoTo JjedeHue, BkJI. HUBIIH, npu wact oT naunueHTuTe
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MPOrpecupaT CUMNTOMUTE W OEJNe3UTe Ha PECIUPATOPHHUS JUCTPEC, C HapacTBalla XWUICPKAIHUS U
3aIuTaliBamo CIUpaHe Ha JuaHeTo. ToBa Hajiara MpeleHKa Ha MOKa3aHUATa M BH3MOXHOCTUTE 32
MHTYOAIVs 1 MEXaHUYHA BEHTUIIAIUS (Ta0. 4).

Tabnuma 4. Maaukanum 3a ”HBa3WBHA MEXaHWYHA BEHTHIIANMS IPU ocTpa Ipu XpoHndHa JIH
(Momudumupano notht3

Pemenuero ce B3ema npu JeriI0To Ha OOIHUS
1. He ronepupa HUBITH win meycriex or HUBITH
2. CriupaHe Ha JMIIAHETO WK ChPCYHATA AECHHOCT
3. Benesu na nporpecupama JJH
YecroTa Ha IUIIAHETO HaA 35/MUH
Bromaania ce taxukapaust nwinn opanukapaus <50 B MUH
Texkka qUCTIHES ¢ POabJDKaBallla yroTpeda Ha crioMarareHaTa MycKyJaTypa
’Kusorozactpamasama xumokcemus (Pa02 < 40 mm Hg niu PaO2/Fi02 <200 Texka anuaosa
(pH <7.25) u xunepkanuus (PaCO2 >60 mm Hg)
4. KT'A He € OT IbPBOCTEIIEHHO 3HAYCHUE NP B3eMaHE Ha PEIICHUETO U OOUYAHO caMo
MOTBBPKJaBa KIIMHUYHATA OLlEHKA
5. BrionraBane Ha MEHTAIHHS CTATYC, 3ary0a Ha Ch3HAHUE
6. [puapy:kaBaiia XeMOAMHAMUYIHA HECTAOMITHOCT MIIM HEBB3MOKHOCT 3a TIPOTEKIIMSA Ha
JIUXaTETHUTE ITbTUIIA

AbcomtotHata croitHocT Ha PaCO2, u3onupaHa oT KIMHUYHATA TpelleHKa, HE € 0COOEHO
TOJIC3HA MPH PEUICHUETO 3a HHTyOarus. Mima manuentu, kouto u npu PaCO2 ot 80-85 mmHg
OoCTaBaT aJeKBAaTHM M CHTPYJAHMYAT 3a JICUEHHUETO, C BB3MOKHOCT 3a OBJAJABaHE Ha
CBhCTOSIHUETO W M30srBaHe Ha MHTyOanusATa. [lpu apyru manueHTH IUIIAaHETO CIUpa MHOTO
Mpeau MPOrpecUPaHETO HAa XMUIEPKANHUATA /10 TE€3H CTOMHOCTH, a MOJIE3HU 3a PELICHUETO
KJIMHUYHU MapaMeTpu Ca YeCTOTa Ha JAUIIAHETO (CHUJIIHO MOBHUIICH CTUMYJ), Ch3HAHHME U THUI
numane. Korato ce mpunara HUBIIH npu Te3n nanmeHTH MMa 3HAUYMTENIEH PHUCK 3a
MOAICHSIBAHE HA KJIMHUYHATA HECTAOMIIHOCT U € HE0OXO0IUMO TOBHUIIIEHO BHUMaHHE. ToBa ca
WA C MHOTO MalbK THKAaHEH KHCIOPOAEH pe3epB, HaMaJjeH LHUPKyIHpamn] odem (HUCHK
chpliedyeH aeOUT) W BUCOK PHUCK 3a CIHpPaHEe Ha ChpJeYHATa JEHWHOCT ako He Obrar
CBOEBPEMEHHO UHTYOUpaHHU.

JAbarorpaitHa KHCJI0POAOTEPANIUS
[IpoBexxnanero Ha AbAroTpaiiHa Kuciopogorepanus (>15 4 B JE€HOHOIIMETO) B JIOMAIlHU
yClIOBUSL NpU NanueHTH ¢ xpoHnyHa [IH u Texka XuIokceMus IpH INOKOW yBeIH4aBa
MIPEKMBSIEMOCTTa M M0100psiBa nporHo3atal6. ToBa e 0e3CnOpHO yCTaHOBEHO 3a OOJIHUTE C
XOBbb u /IH.. Pemenuero 3a npuiaraHero i ce 6a3upa Ha JByKpaTHO u3MepBaHe Ha PaO2 B
pamkute Ha 3 ceagmMuuu npu crabwieH nanueHt. [lokazaHusta 3a JoMmaliHa
KHCIIOpOIOTEpaIus ca:
1. Pa0O2 <55 mmHg (7.3 kPa) unu Sa02 <88%, chc nim 6€3 XUuIepKarmHus, TOTBBPICHO
JBYKPaTHO
2. Pa0O2 >55 mmHg (7.3 kPa) no <60 mmHg (8.0 kPa) nnu SaO2 88% ako e Hamune
MyJIMOHAJIHA XUIIEPTOHHUS, epUPEepHU OTOIM (KOHTECTHBHA ChpAECYHA HEIOCTAaThYHOCT) WU
MOJIUIIUTEMUS (XEMATOKPUT >55%).
JwnroTpaiinara kuciopogotepanus (>15 1) momobpsiBa npexuBsemoctra pu XObb ¢ JIH
JIOCTOBEPHO IIOBEYE B CPaBHEHHME C MOJaBaHE Ha KUCJIOPOJ caMo mpe3 Houral7,18, mopann
KOETO IMOCJIETHOTO HE Ce MPEenophyBa.
JlbarorpaiiHa KHCIOPOAOTEpAIUs MOXE Jla C€ IPOBEXAAa C KHUCIOPOJEH KOHIIEHTPAaTop,
OyTHJIKA C KHCIIOPO/ MO/ HAJISITaHE WJIM BTEYHEH KUCIIOPO/I.

Bcekn oT moaxoauTe MMa CBOM NPEAMMCTBA M HEAOCTATBIM, KaTO U300PBT CE MpaBH
OT IYJIMOJIOI B 3aBHCHUMOCT OT HAJUYHUTE TEXHMYECKHU CPEICTBA, KOUTO Jla OCHUTYpST
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MPOABIDKUTEIIHOCTTA.  JIBIroTpaliHaTa KHUCIOPOAOTEpANMs IIPOMEHs IPOrHo3ara IpuU
nanuenty ¢ XObb u He OuBa Jja ce pasmiex/a Karo NajJluaTUBHA UM CUMIITOMAaTHYHA IpUXKa
3a TAX.
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