NPOEKT

HAPEJBA Ne «.ooovveeeeee ] eeeeeeenee,

3a mpueMaHe Ha apMaKo-TepaneBTUYHO PHKOBOJACTBO

IO MHEBMOJIOI'UA U (l)TI/I3I/IanI/IH

Ymen emumncrBen. C Tasu Hapenaba ce mnpueMa (papmMako-TepaneBTHYHO
PBHKOBOJICTBO 110 TTHEBMOJIOTHS U PTH3UATPHUS, CHIITACHO TIPUIIOKEHUETO.

Ipexoann U 3aKIIYUTETHU PAa3NoOpeIon

§1. Ilpunoxenuero ce myOIuMKyBa KaTo NMPUTYpKa Ha MHTEPHET CTpaHMIIATa Ha
JIbpKaBEeH BECTHHUK.

§2. Ta3u Hapenba ce mpuema Ha ocHoBaHue wi. 259, an. 1, T. 4 or 3akoHa 3a
JIEKapCTBEHHUTE MPOIYKTH B XyMaHHATa MEIUIIMHA.

§3. Yka3zanus no npujlaraHeTo Ha Ta3u Hapezba ce naBaT oT HanuoHanHus chBeT
IO 1IEHU U penMOypcHpaHe Ha JIEKapCTBEHUTE MPOYKTH.

§4. HapenOata e npueta ¢ Pemenne Ne ................... Ha HanmoHanHus cbBET 10
[IEHU U peuMOypCcupaHe Ha JICKapCTBEHUTE TIPOTYKTH.



Ilpunoscenue Kom unen eOuHcmeen

dapMako-TepaneBTUYHO PbKOBOJICTBO
0 NMHEBMOJIOTUS U (pTU3UATPUS

I. BPOHXHWAJIHA ACTMA

1.0npeoenenue

Actmara e XCTCPOIrCHHO 38.6OJ'I$IB8.H6, OOMKHOBEHO Ce XapakKTepusnupa € XpOHUYHO
BB3MAJICHHUEC HA AUXATCIIHUTC IIbTHUIIIA.

Ormpenens ce KaTo UCTOPUSL HA PECHIUPATOPHU CUMIITOMU KaTO CBUPEHE, HEJIOCTUT Ha
BB3AYyX, CTAraHe B TBPAUTE U KalUIUIA, KOUTO BapUpaT BBB BPEMETO U TIO
MHTEH3UBHOCT, 3a€/THO ¢ BapraOuIHa TUMUTAIMS Ha EKCIIUPATOPHHUSI Bb3AYIICH JeOUT.

2.Paznpocmpanenue

AcTMmaTta ocTaBa CBETOBEH 3/paBeH mpobiieM. bA 3acsara 10-15% ot geunara u 5-10% ot
BB3PACTHUTE C pa3jMyHa YeCTOTa B OTJACITHHTE PErMOHW Ha CBETa, IMO-TOJIIMa B
pasBuTuTe CTpaHu. 339 MIIH. ca MAllMeHTUTE C acTMa B cBeTa. bposT Ha 6oxHHUTE OT BA
B bwvarapus e wag 400 000 nymm. CmbpTHHUTE ciydau mopaau actma 240 000,
MOBEYETO OT TAX ca MpenoTBpaTuMu. lIpuymHHUTE 3a TAX ca HEMOAXOASI MOIAXOMd B
JeyeHue Ha 3a00JsABaHETO WM TPEeKOMepHa ymoTpeba Ha  oOJieKJaBarll
OpOHXO/IHIIATATOPCH JICKapCTBCH MPOIYKT BMECTO IOITHPKAIIOTO
MIPOTUBOBB3MATUTETHO JICUCHHUE.

3. Kaunuxka

Knuunynara kaptuHa Ha BA BKIIIOYBaA CIEIHUTE CUMITOMH: 3a/1yX, CTSTaHE B I'bPJUTE,
CBHpEHE B I'bpJuTE M Kanummma. lIposBsBar ce kaTo JTHEBHM €MU30/H, HApYIIAaBaIlH
oOnyaifHaTa aKTUBHOCT HA MALMEHTUTE WM HOIIHU NMPHUCTBIM OT 33a1yX, HapylIaBallu
ChHS M nounBkaTa. Hail-xapakTepHa MposiBa € BHE3aITHO HACTHIIWII MPUCTBII HA 3a1yX,
KONTO Haii- yecTo mpe3 Houra.bomHUAT ce cbOykaa ¢ TeXecT B I'bpAWUTE, 3aeMa
OPTOITHOMYHO TIIOJIOKCHME, M MBYUTENIHA, JApasHella Kanumna, xpunreHe. Ilpu
ayCKyJTallls CE€ YCTAHOBSIBA OTCJIA0CHO WJIM H30CTPEHO BE3MKYJIAPHO IUILNAHE C
YIBJKEH €KCIIMPUYM U CYyXHU CBUPKAILU U XbpPKAIllA XPUIIOBE.

IIpu Te)XbK acTMaTUYEH MPUCTBII, MPOIBIKABAL] OT YaCOBE JI0 IEHOHOIIUS, CE TOBOPH
3a acTMaTWyeH craTyc. Toil He ce NOoBIUsBA JOCTaTBYHO OT OPOHXOAMIATATOPHO
nedeHue. [IpyunHM 3a BioOlIaBaHE € PSA3KO NMPEKbCBAHE HA JIEUYEHUETO, HENpaBUIIHA
MHXaJlaTOpHA TEXHHKA, MAacHMBHA EKCIO3MIMS Ha ajepreHH, BUpYCHAa HHQEKIUs u
HENpaBWIHO JedyeHue. CBCTOSHUETO € TEXKKO, H3UCKBA XOCHUTAIM3alMs B
CICLMAIM3UPAHO 3IPAaBHO 3aBCIIECHUE, HWHTCH3UBHO OTIEICHHE M IpU HYyXKJa
MHTYOALUsl 1 MEXaHWYHA BEHTUJIALINS.

4 /Tluaznozama mpaoea oa ce 6asupa Ha :

- Hcropus 3a cumnromu



- JlokasaresncTBa 3a BapuaOWIIHA TUMHUTALIUS —

- I[OKaBaTeJICTBa 3a JUarto3a OT TIMalUMCHTCKaTa JOKYMCHTaLuUs IIpCau
CTapTHUPAHC HA TCPpaIrATa

- UYecroe TPYAHO Jia CC€ IIOCTaBH, KOIaTO € CTapTUpaHa KOHTpOJIrpalla Tepamnus

AcTMara ce XapakTepu3upa C BB3NAJICHUE HA JUXATCIIHUTE NbTHUILIA U C
OpoHXHaTHA XUIEPPEAKTUBHOCT, HO HE € HEOOXOAMMO WM AOCTAaThYHO 3a AMArHo3aTa.

5. HHosuwena 6EPOAMHOCH cCUmMnmomume oa ce 0v1Icam Ha acmma, aKko:

e [loBeue OT eAWH BUJI CHMIITOMH (XPHUIIOBE, HEJIOCTUT HA BB31yX, KAIUIHIIA, CTATAHE B
I'bPJUTE)

e CuMOTOMHTE YECTO Ca MO-JIOLIU IIPE3 HOLITA WM PAHO CYTPUHTA
e CuUMIITOMHUTE BapupaT BbB BPEMETO U B MHTEH3UBHOCTTA

e CuMIITOMHUTE C€ 33JACUCTBAT OT BUPYCHH MH(EKINHU, TPEHUPOBKH, H3JIaraHe Ha
aJlepreHd, TPOMEHH B aTMOC(HEPHUTE YCIOBHS, CMSX, Ipa3HEIIn
BEILECTBA, KATO U3TOPEIJIM ra30Be, UM WU CUJIHU MUPU3MHU

e [loHmxeHa BEpOSITHOCT CUMIITOMUTE J1a CE IBbJIKAT HA acTMa, aKo:
e M3onupana xamnumuma 6e3 Ipyru pecnupaTopHH CUMITOMU
e XPpOHHYHO MPOU3BOJCTBO HA XPAUKU

e 3aTpyAHEHO IUIlIaHE, CBHP3aHO ChC 3amaiiBaHe, riaBoOojiMe WM THepudepHo
U3TpBIIBaHE

e boska B repaure
e JlumHes, npeau3BUKaHa OT YIIPAKHEHUS CbC CTPULIOP

6. Bapuabunna aumumayus -nomevpoeme HAIUYUEMO HA OPaAHUYEHUE HA
6b30yUWHUA NOMOK

o Jlokaxxere, ye FEV1 / FVC ¢ namanen (noHe BenHBXK, Hampumep, korato FEVIE
HHUCBHK)

¢ CrorHomenuero FEV1 / FVC obukuaoBeno e > 0,75 - 0,80 npu 31paBu Bb3pacTHH >
0.90 ipu nena

e YBepere ce, ye BapuanusaTa B OenopoOHaTa (YyHKIMS € MO-TOJsIMa, OTKOJIKOTO TpHU
3JIpaBU UHAUBUIH

e KonkoTo ¢ mo-roasma BapuanusaTa, TOJIKOBA IMO-TOJIsIMa € BEPOATHOCTTA JUAarHosara Jaa
€ acTtMa



e [IpekomepHa oOpatuMoCT Ha OpoHXoaujaTaTop (Bb3pacTHH: yBenuueHue Ha FEV1>
12% w> 200mL, neua: yBenuuenue> 12% nporuo3upato)

e [I[pekomMepHa JHEBHA MPOMEHIUBOCT OT 1-2 cenMuIlM ABa IbTH AHEBHO ciieaeHe Ha PEF
(cpenna amrmutyna X 100 / cpenna qHEBHA cpeHa

CTOHHOCT)

¢ 3nayutenHo yBenuuenue Ha FEV1 unu PEF cnen 4 cenmuniu nedyenuie ¢ KOHTposiep

7. Memoou

©

Axo IIbPpBOHAYAIHOTO U3IIMTBAHC € OTPULATCIIHO:

HOBTapSIfITe, KOrato nmaumyveHTbT € CUMMITOMATHUYCH WM CJIC 3aABbPiKAHC Ha
OpOHXOMIIATATOPH

OOBpHETE ce KbM JOMBIHUTEIHH TecToBe (0cOoOeHO aema <5 TOJWHU WU
BB3PACTHHUTE XOPa)

W3cnenBane Ha nepudepHa KPbB 3a €O3MHOPUIHS

Crnupomerpuss — OOMKHOBEHO HOpPMajHAa WM3BBH IPHCTHI WM HaJIW4YHe Ha
0OCTPYKTHBEH BEHTHJIATOPEHIEPEKT

bponxoaunararoper Ttect - noumenne Ha DEOL ¢ 12% u/unum 200 ml cnex 4
naxananuu Ha B/IBA

BpOHXONPOBOKAIMOHHH TECTORE - OLCHKA HA OPOHXMAJIHATA PEaKTHBHOCT C
METaXOJIMH, KapOaxoJl, aleTHIIXOJIMH, MaHUTOJ, XUIIEPTOHUYHHA Pa3TBOpH, [3-
OJIOKEp U XHCTaMUH.

ExenneBno m3mepBane Ha BEJl um3umcnsBane Ha BapraOWITHOCTTA, KOSITO
npusnapaBu uHauBHAU € < 10%, a mpu actmatunu e >20%

[{uTomornyHO HW3CieaBaHe HAa Xpadka, CIOHTAHHO OTJENeHA WM WHAYIHUpaHa
4ype3 XUMEPOCMOTIApHU Pa3TBOPH U OIpeiessiHEe TUIIa Ha Bh3MaJIeHHETO
Nzcnensane Ha azoteH okuc (NO)B u3aumanus Bb3IyxX

Koxno anepruunu npo6u (KAII ) kbM OUTOBH anepreHu

N3cnenaBane HUBaTa HA TOTATHU U cnenuduanu IgE

8. ugpepenyuanna ouaznosa

1. XOBbb 2. Kapauanna actma 3. MexanndHa OOCTpYKIIHMS Ha Tpaxesita u OpoHxXuTe 4.
benonpoben TpomboembonuzbM 5. I[lHeBmoTopakc 6. I'actpoesodareanenpeduryke
7. quchynkums Ha TiiacHUTe BpB3KkU 8.CHHApOM Ha xunepeHTwIanusaTa 9. IlcuxoreHen
3ayx/pecnupaTopHa HEBpO3a.

9. Knacugpuxauun na bA Cnopeo mescecmma

NHTepMuTEHTHA aCTMA:9€CTOTA HA MPUCTHIUTE<| BT CEIMUYHO; CAUMIITOMH Ha HOIIIHA
actMa <2 bTu Meceuno; BEJ] e >80% ot npensuaeHara 3a naifueHTa CTOMHOCT C JHEBHU
konebanuns < 20%.



[Tepcuctupama neka actMa: IPUCTHIN> | TBTCEAMUYHO,HO HEEKETHEBHH; CUMITOMHU
Ha HoOIIHA actMa>2 mbTu Meceuno; BEJ] >80% ot npenBuaenus, Ho ¢ BapuabmiHoct 20-
30%.

[lepcuctupama cpemHO TEXKKA: MPHUCTHIIUTE Ca BCEKHU JIEH, KOETO HapyliaBa
dusnyeckata W CcOIMaliHA AaKTUBHOCT Ha OonHus.ExenneBHa ydiotpeba Ha -
arOHMCTH;HOIIIHUTE TNPUCTHIIM ca moBedue orTl mbT ceamuuno; BEJ[ e 60-80% ot
npeaBucHaTa CTOWHOCT ¢ BapradbuiHoct > 30%.

[Tepcuctupaina Texka acTMa: MPUCTBIIUTE Ca MOCTOSHHU,pU3NUEcKaTa aKTUBHOCT €
CWJIHO OrpaHu4eHa; HomHute cumnromu ca yectu; BEJl e <60-80% ot npensuaenara
CTOMHOCT 1 BapraOmiHOCT > 30% BBIPEKH ONTUMAIHOTO JICUCHHE.

Cnopeo konmpona

— Kontposnupana BA:6e3 OHEBHM M HOIIHM CHUMITOMH, HOpMaiHa (usnyecka
AKTHUBHOCT, oe3 HYy)XJ1a OT 6”[:p30I[€I>iCTB21HI CUMIIATOMHUMCTUK, HOPMaJIHA BCHTWJIATOPHA
bynknus 1 6e3 000CTPSHUS Ha ChbCTOSHUETO TPe3 TOCIeHaTa roIuHA.

— YacTtuuHo KOHTpPOJIMpaHa BA: mosBa Ha HsKOU OTTOopC H36p06HI/ITe CHUMIITOMH HJIN
IMOHMKCHHUEC HAa BCHTHJIATOPHUTC ITOKA3aTCIIN, 06OCTp$IHe.

—HGKOHTpOHI/IpaHa BA: I[IpU HAJIWYKUC HA TPHU WK ITOBCYUEC CHMIITOMA/TIOHM)KEHHE Ha
BCHTHUJIATOPHU MMOKAa3aTCJIN, C)KCCEAMUIHU O60CTp$IHI/I$I.

10. JIeuenue
JIBITOCPOYHUTE LIEJTH MPH JICUCHHUE Ha acTMa ca:

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

- IloHmxeHue Ha pUCKa: Ja €€ CBECIAC 10 MUHUMYM 6’bI[eH_II/I$IT pHUCK OT eK3auep6auHH,
(1)I/IKCI/IpaHOTO OrpaHM4YC€HUC Ha BB3AYHIHUSA ITOTOK U HEKCIAHUTC C'I)6I/ITI/I$I, JBbJI2Kalllu C€ Ha
JICKapCTBa

Ilocturanero Ha TE3H e HM3HUCKBA TMAPTHBOPCTBO MCKAY MAUCHTUTE U

MEAUIMHCKHUTE CIICIIUAJIUCTH.

JleuenueTo ce 6a3upa HA JIBE OCHOBHU HAIIPABJICHUS: CUMIITOMUTE Tpe3 MocaeaHuTe 4
CeIMHUIIM U PHUCKOBUTE (AKTOPH 3a BB3HUKBAHE HA HEOIArONMPUSITHU TMOCIEICTBUS.
Jleuenuero Ha BA € HenmpekbCHAT UMKBJ HA OLICHKA, KOPEKIUA U NpoBepka. MHxamaropHara
Tepamnus € B OCHOBaTa Ha JICUEHUETO, HO TS 3aBUCU OT MPOMEHSIIUTE C€ PUCKOBH (DAKTOpHU U
KOHKPETHHUTE XapaKTEPUCTHKH, MPEANOYUTAHUS W TMPAKTUYECKH YMEHHS Ha MAIUEHTHTE.
VYcenemno nocTUrane Ha 3aJa/IeHUTE 1EJIM 32 KOHTPOJI ca MPEANOCTaBKa 3a peAylpaHe Ha
TepanusTa.

OrneHkara ce U3BbPIIBA YPE3 U3MOI3BAHETO HA BAIUIMPAHU BBIPOCHUIIM U TECTOBE 32
KOHTpPOJ Ha acTMmata, katro Actma koHTpod TecT (ACT) u BeipocHHK 32 KOHTPOJI HAa acTMaTa
(ACQ). IIpocnenssane Ha Bupxous Excriupatopen Jleout (BEJ]) mommomara ormeHka Ha
OTrOoBOpA HA TEPANHUATA U OTKPHUBAaHE HA TPUTEPHU OT OKOJHATA Cpejia.



KonTponupana actma

*  MunumanHu (Haii-noOpe 6€3) XPOHUYHU CUMIITOMHU
*  MuHuMaTHH (HEUECTH) eK3arepoaruu

* be3 nocenieHus 1o CIemHoCT

*»  MuHMMaTHA HY)a OT B2-arOHUCT

* be3 orpannyanusi B aKTUBHOCTTA (BKII. (hU3MUECKa)

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

HauanHOTO KOHTpONIMpALIO JIEYEHHE CE 3all0YBa Bb3MOKHO Hail-paHO Clell IIOCTaBsIHE
Ha quarHosara actMma. ITokaszanus 3a penoseH npuem Ha Hucku no3u MKC ca nanuuue Ha
aCTMaTHYHU CHUMIITOMHM I10-4E€CTO OT JIBa I'bTH MECEUHO, ChOYKIaHe Mopaau acTMa IoBeye
OT BEJHBX MECEYHO M CHMIOTOMH Ha acTMa IUIIOC PUCKOBHM (hakTopu 3a ek3auepOarus.
Camocrosarenno npuioxenue Ha Obp3oaeiictBamm B2 aronuctu (BJIBA) 3a mweiro He ce
IIPENopbYBAT, T KaTO PEryJIPHOTO WJIM YECTOTO MM IPHWJIOKEHHE ITOBUIIABA pUCKa 3a
ex3anep6anuu. IlpenopbuBa ce konTponupamo nedenue ¢ MKC- cpabpkaimy jekapcTBeHU
IPOAYKTH 3a peAyLHUpaHEe PUCKA HA CEPUO3HM €K3auepOaluy U 32 KOHTPOJ Ha CUMITOMUTE.
ITpu niexa acTMa ce mpenopbuBa Hpu Hyxaa Hucku no3u MKC-formoterol, wiu Hucku no3u
NKC 3a HamansiBaHe Ha pucKa 3a ek3alepOaluunre.

ITo-BHCOKa CTBIIKA JIEUCHHE CE 3a10UBa npru aCTMaTU4HH CUMIITOMHU IIPE3 MTOBEUYCTO JHU
U chOyX/JaHe OT acTMa BEIHBK WU TMOBEYe MBTH CEAMHYHO, OCOOCHO MpHU HATWYHE Ha
puckoBu (axktopu 3a ex3anepbanusa. [Ipu mbpBa mposiBa Ha acTMmara c ek3arepoOarus ce
mpujiara KparbK Kypc IEpOpPATHH CTEPOMIN M 3alloYyBaHE Ha PEJOBHO KOHTPOJHPAIIO
neyenue (Bucoka ao3a MKC umm cpeana noza UKC/AJIBA, crien ToBa CThIKa HAAOMY).

[Ipu neuenuero Ha BA ce mpuara cTenanoBueH noaxos (dur.1):

@ur. 1 Tepanestuuna crparerust GINA, 2019

Confirmation of diagnosis if necessary
Symptom control & modifiable

risk factors (including lung function)
Comorbidities

Inhaler technique & adherence
Patient goals

Assess, Adjust, Review response
Symptoms
Exacerbations
Side-effects

Lung function
Patient satisfaction Treatment of modifiable risk
factors & comorbidities
Non-pharmacological strategies

Education & skills training
Asth

] r Asth I
Adjust treatment up and down for stima medicanons STEP4 :
individual patient needs STEP 3 Medium dose
..................... STEP 2 ICS-LABA |
I STEP1 ; : : : Low dose
E Daily low dose inhaled corticosteroid (ICS), ICS-LABA
to prevent exacerbations 3 or as-needed low dose ICS-formoterol *
and control symptoms
- ICS-formoterol
Other Leukotriene receptor antagonist(LTRA), or Medium dose High dose
controller options ¢ dose ICS taken whenever SABA taken 1 ICS, or low dose ICS, add-on
: ICS+LTRA # tiotropium, or -
add-on LTRA |
PREFERRED : As-needed low dose ICS-formoterol * As-needed low dose ICS-formoterol +
RELIEVER F
Other . i
reliever option As-needed short-acting B2 -agonist (SABA)
* Off-label; data only with budesonide-formoterol (bud-form) 1 Low-dose ICS-form is the reliever for patients prescribed bud-
1 Off-label; separate or combination ICS and SABA inhalers form or BDP-form maintenance and reliever therapy

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



Ta6m. 1 IlneBHa no3a (1g) MHXAJTATOPHU KOPTHUKOCTEPOUIN TIPH BH3PACTHH | Jeria Hax 12 T.

dipropionate (CFC)

JlexapcTBeH NPOAYKT Hucka nosa Cpenna no3a Bucoka nosza
Beclometasone
. . 200-500 >500-1000 >1000
dipropionate (CFC)
Beclometasone
. . 100-2 >200-4 >4
dipropionate (HFA) 00-200 00-400 00
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

» CFC-chidrofluorocarbon propellant

* DPI-dry powder inhaller

* HFA-hydrofluoroalkane propellant

Crbnka 1 — npu CHUMITOMH NMO-MAJIKO OT ABAa NbTH MECEYHO M 0e3 PUCKOBH

(daxTopm 3a ek3anepOanus

e [Ipennounrtana omiws mpu Hyxaa Hucku go3u MKC/formoterol (off -label)

e Jlpyra onuus

- mucka go3a MKC, Bceku mpr korato ce B3umar BJIBA (off —label B ormennu
nuxanaropu wiu komounaius MKC u KJIBA )
- nmueBHa Hucka no3za UKC

Crbnka 2

e [lpeanmounrtana onuust peaoBeH npueM Ha Hucka no3a MKC mmoc npu Hyxkna

nnxanaropeH bJIBA wim vucku no3u MKC/formoterol (off label)

e Jlpyru Bb3MOXKHOCTH:

- nucka goza MKC, Bcekum mpr koraro ce B3umar BJIBA (off —label B ormemmu
nnxanaropu wiu komounaius MKC u BJIBA )




JEBKOTpUEHOBU perienTopHu antaronuctd (JITPA) ca mo-manko epeKkTHBHH OT
nucka n1o3a MKC, ocobeno 3a nmpenoTBparsBane Ha ek3anepOanuure.

koMOuHarms ot Hucka no3a MKC/genroaeiictBamu O6eta2-aronuct ([A/IbA) u npu
Hyx1a bJIBA.

[Ipu urcTO ce30HHA ajepruyHa acTMa 0e3 CUMIITOMHU B HHTEPBAJIUTE CE MPEIOPhUBa
HKC, xouto aa mpoabikat 10 4 ceIMUIM Ce]] Kpas Ha eKCIIO3UIUITA

Crbnka 3

[IpeanounTana onmms moaabpkama Ttepanus ¢ Hucka go3za MKC/IJIBA u npu
uyxnaa bJIBA, wiu mnogabpkamia Tepamusi ¢ KOMOMHAIMS OT HHUCKa J103a
HUKC/formoterol u o6nekuaBama cxema (pa3pemieHO camMoO 3a HHCKa J103a
beclomethasone/formoterol n Hucka no3a budesonide/formoterol).

Hpyru onuuu

- nmoBumiaBaHe Ha jgo3ara Ha MKC no cpemna no3a (mo-majiko €pEeKTUBEH OT
UKC/JJIBA) nnu aucka noza MKC mmoc LTRA

- TAIUCHTH aJepTHYMHM Ha JIOMAllleH mpax 1o0aBsHEe Ha CYOJWHTBATHA
umyHnorepamnus npu DEO1>70% ot np.

Crbnka 4

[Mpeamountana onmus NOAIbpIKAIA Tepanus U npu Hyxaa Ha Hucka |CS/formoterol
niu cpeana go3a UKC/IABA u npu nyxna b/IbA.

Hpyru onuuun

tiotropium wunxamatop THN (UHA MBrIAa TPH MANMEHTH >6 T. C HCTOpHSA 3a
eK3alepoanmuu

nob6assiHe Ha LTRA

NAlMeHTH aJepruYvHU  Ha JIOMAllleH [pax Jo00aBsHe Ha CyOJIMHIBaJHA
umyHotepanus npu PEO1>70% ot mp.

Bucoka noza MKC/JIBA -c manka mons3a M HapacTBaHE PHUCKAa OT CTPAaHUYHHU
SIBJICHUSI

Crbnka 5 — Bucoka noza UKC/ I/IBA u pedepupane 3a onpeneinsiHe (peHoTHN U
no0aBsiHe HA TepaNus

IIpu TpyaHa 3a JieyeHHe acT™Ma:

/a ce nomewvpou, ue e acmma

Ja ce mvpcam pakmopu cnocobcmeauiu 3a nepcucmupane Ha cCuMnmomume,
eK3ayepoauuu u 10uo Kavecmeo Ha HCUueom:

- Jla ce mpoBepu MHXaAIATOPHATA TEXHUKA U CYOONTHUMAIHOTO MPUIbpIKaHe

- la ce Tepcat komopOuaHoctu - 'EPB, xponnuen punocunyur, OCA

- Jla ce Mmogudumpar puckoBuTe (HakToOpu U TPUrepUTe

- Ilpekanenara ynorpe6a na bJ[bA

- CpaHn4HU SABJICHMS OT TEpaNusITa

- TpeBoxxHOCT, Ienpecus U COLMAIHU TPYJHOCTU

a ce onmumuzupa menuorxcmovuma
OOyuenne 3a 3200JISIBAHETO aCTMa



OnruMu3upaHe Ha JCUCHHETO

JleueHne Ha KOMOPOHMTHOCTHTE

Jlo6aBsiHe Ha He-OMOJIOTUYHA Tepanus

Jlo6aBsiHe Ha He(apMaKOJIOTUYHH CTPATETUH- CIUPAHE HA TIOTIOHOMYIIIEHETO,
(bu3nUecKo HaToBapBaHe, OTCIa0BaHe, BAKCHHAIIMS 32 TPHII

JloOaBsiHe Ha Bucoka qo3a Ha MKC

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

Onpedenane na penomuna mexcKa acmma 6 CREYUAIUIUPAHYU UEHMPOGe
H3cneosanus 3a mun 2 ev3nanenue - nepuepHu €O3MHODWIN, €O3UHODHIN B
cryTyma, (hpakius a30He OKHC B U3AUIIaH Bb3AyX, FENO

H3zcneoeanun 3a komopouonocumu/ougpepenyuanna ouacnoza Jlobasane Ha
HebOuon0zZuuHa 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

crenu(puio AOMbIHUTEIHO JICYCHHE.

[Ipu nunca Ha nanHu 3a Tunm 2 BB3MAJICHUE C€ pasmiekIaT audepeHnnarTHuTe

JUTHO3M, MHXAJIATOPHATA €TXHUKA , TPUABPKAHETO , KOMOPOUTHOCTH M CTPAHUYHU

sBineHus. IIpekpaTsiBa ce ekcrmo3unusta Ha puUcKoBUTE GakTopu. OOMHCIAT ce

JOIBIHUTE U3ciieBaHusA- Ha cnyTyM, KAT ¢ BucOKka pa3npenenuTenHa cnocoOHoCT,

®BC 3a anTepHaTUBHHU JUATHO3H, 100aBs ce Tepamwus- tiotropium wiun MakpoIuaH,

Hucka gno3a opanau KC, crnupane Ha HeedeKTHBHA Tepamusi, OOMUCISIHE Ha

OpoHXHaTHa TePMOILIaCTUKA

Ilpu nunca na év3moxncnocm 3a 0ooagane na Tun 2 duonocuuna mepanusn :
Bucoka noza UKC

Jlo6assiae Ha JIJIBA, tiotropium, LM/LRTA, makponuau

JloGaBsiHe Ha HHMCKa J103a TePOPATHH KOPTHUKOCTEpou I (<7.5 My THEBHO MPETHU30H

WJIM €KBUBAJICHTH)

Cnupane Ha Hee(DeKTUBHATA Tepamus

Jlobasane na ouonocuuna mun2 mapzemmna mepanus npu ex3auepoavuu uau
cnab Konmpon na cumnmomume npu eucoka ooza UKC//I/IbA, koumo umam
e03uHopuInU unu anepzuiunu ouomapkepu uau uyxcoa om opannu KC

[Ipn Texka anmepruyHa actMma- JiedeHue ¢ aHTH |QE- mpu manueHTH ¢ JaHHU 3a
ceHcHOuIM3anusi OT KOXXKHUs TecT wiu crneunpuynu IgE, obmm IgE u terno B
paMKHTe Ha TUara3oHa, ek3anepOalu nmpe3 rnocjieHaTa roJuHa

ITpu Texxka eo3mHodmiHa actma sedenue ¢ antu IL-5/IL-5R-nipu ex3anepOarmu B
mocjeIHaTa roAuHa, eo3nHoduan B kKpbera >300 /ug

Texka eosunodmna/ Tun 2 actma-antu |L-4R- Hanmuume Ha ex3ampebaruu mpes
mocjeIHaTa roanta, eo3suHoGmIn B KpbBTa >150 /ug nam FeNO>25ppb naun Hyx1a
OT nmoaabprkaia tepanus ¢ opainnu KC



N360p noHe 3a 4 mecena u nperies Ha oTroBopa. [Ipu 106sp 0TroBOp NpoAbIIKABAHE
6-12 mec. Ilpu numca, cnupane W NpoAbIDKaBaHE C pa3indyeH Tum2 — TapreTHo
JIeYeHHeE.

10.1. Kputepunte mpH TNpPOBeXKIAHE HA JeyeHHe HA OOJHH C TeXKKa
nepcucTHpAaIna ajiepruuna actma ¢ omalizumab
e JlokazaHa OpoHXHMaJIHA aCTMA U U3KJIFOYBAHE HA TIPUIPYKABAIIN CHCTOSHUS
e Texxka actma 1o onpeneneuauero Ha ATS/ERS :
1. acTma, KOSITO ce HY:K/Iae 3a MOCTUTaHe HA KOHTPOJI OT:
a. BUCOKH JIO3U MHXAJTATOPHH KOPTHKOCTEPOU U
b. Bropu KoHTpoupai gexkapctBeH npoaykt (IAJIBA/ JJAMA /JITA/ reodunun)
C. W/WJIM CHCTEMHH KOPTHKOCTEPOWJM Tpe3 6 WM TOBEYe Meceld OT IocieaHara
TOJIMHA
2.acTMa, KOSITO 0CTaBa HEKOHTPOJHMPAHA BBIPEKU IMPABWIHO NPUEMAHOTO H
MOCTOSIHHO CIIa3BaHO Mpe3 MocieaHuTe 3-4 Mecena jiedeHue ot 4°-5 crenka ciopen GINA:
a. BUCOKH JI03U MHXanaTopHu Koptukoctepouau (mo GINA,)
b. BTopu KOHTposupai jgekapctseH nponaykt (AbA/ JJAMA/ JITA/ reodunun)
C. /WM CHCTEMHHM KOPTHKOCTEPOMIM Mpe3 6 WM IOBEYEe Meceld OT IMocjeaHaTa
roJuHa

e Texxka HEKOHTPOJIMpaHA acTMa, OINpeleleHa Ype3 HalW4yhe Ha IIOHE JABE OT
u3bpoenute criopes onpeaeiaennero Ha ATS/ERS

a. JIOIII KOHTPOJI Ha TPosiBUTE Ha Oosectta (pesynrat ot Asthma control test (ACT) < 20
mpe3 MoceTHUTe 3 Meceria)

b.dyecTn TeXKHM H30CTpsiHUS Ha 3a0oisBaHeTo (2 WJIM IOBEYE Kypca CHCTEMHHU
KOPTUKOCTEPOUAM >3 THU BCEKU B MPEAXOIHATA TO/INHA)

C. CEpMO3HU H3OCTPAHMS Ha OojiecTtrta (MOHE €JIHAa XOCHUTAIHM3aIlUsi, NPEeCTod B
MHTEH3UBHO

OTJeNICHHUE WIM MEXaHNYHA BEHTHIIAIUS B IIPEIXOAHATA TOINHA)

d. Hapymienue B 6enonpobHara ¢pyukius (PE01 <60%)

e XocnuTanu3alus WM TOCElIeHHe B CIELIeH LEHThpP MOpaau TeXKa ek3anepoanus
pe3 nocjenHuTe 6 mecena

e Penynupana 6enoapo6Ha ¢pyHkuus - popcupan excnupatope ooem (PEO1)<60% ot
TIPEBUICHUS

e AslepruyHa actMa InpH HaJIM4yue Ha:

a. MOJIOXKUTENICH KOKEH TECT WM/WIIM TOJIOKHUTENEH IN VItro tect (crnenuuyHu cepyMHH
IgE) KbM 1ETOTOIUIITHY aJIepTeHH )

b. HamMUMe Ha KIMHUYHO 3HAYMMa CEHCHOWIM3AIUS KBbM IEJIOTOTUIIHU allepreHn

Bucoko HuBo Ha o6muTe cepymun IgE>30 1U/ml

[Tpriem Ha BHCOKa JHEBHA J[03a WHXAJIATOPHU KOpPTHKOCTEpoumH (cvoopasno GINA u

Buvreapckus nayuonanen koncencyc)

e Jlutica Ha M3KIIIOYBAINM KPUTEPUHU :OpPEMEHHOCTH KBPMEHE, JIMIA IMOja 6 TOAWIIHA
BB3pacT, CHCTEMHHU aBTOMMYHHU 3a00JIIBaHUs, XUIIEPUMYHOITIOOYIUH € CHHIIPOM, YBpEIeHa
yepHOapoOHAa W ObOpeuna ¢GyHKIMs (mMpuiara ce HW3Cle[BaHEe Ha ypes, KpPeaTUHUH U
TpaHCaMMHA3M), JIMIICA Ha TIOBIMsABaHE cleA 16-CeIMUYHO JIeYeHHe, IPEeKbCBaHE Ha
TepanusTa Mo BUHA Ha OOJHMS 3a MEpPHOJ OT MOoBeue OT 3 Mecela, TIOTIOHOIYIIeHe, A00pa
MHXaJaTOpHA TEXHUKA U ChTPYIHUYECTBO HA MalMEHTa

10.2. KpuTepuuTe NpH NpPOBeKIaHE HA JieyeHHe HA OOJHH C TeXKKa pedpaKkTepHa
eo3nHo¢uiIHa actMa ¢ Mepolizumab
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e Jlokazana OpoHXualHa acTMa W M3KIIOYBaHE Ha MPUAPYKABALIU CHCTOSHUS,
KOUTO MOTaT Jia HaroA00sBaT acTMa

e Texxkka actMa 1o onpenenenneto Ha ATS/ERS

e Terkka HEKOHTpOJIMpaHA acTMa, OIpejeiieHa Ype3 HaJu4Mue Ha IOHE JBE OT
u3bpoeHute criopes onpeaeiaenuero Ha ATS/ERS

¢ JIse u noeue ex3arepOanu, Hamaramu npuem Ha CKC npes nocnegaute 12

Mecerna

e [Iepudepna eozunopumus > 0.3x10%/n

e XocmUTaNM3alusi WM TOCCHICHUE B CICHIEH I[EHThD IMOpaaud TEeXKa
eKx3atepOanus npe3 nociaeaHuTe 6 Mecena

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

o [Ipriem Ha BUCOKa IHEBHA J]03a UHXAJIATOPHU KOPTUKOCTEPOUIU

e JIunca Ha M3KIIOYBAIIM KPUTEPUU : OPEMEHHOCT M KbpMeHe, juua noxa 18
TOJUIIIHA BB3pacT, eK3alepOanus Ha acTMaTa, CUCTEMHH aBTOMMYHHU 3a00JIsBaHUs,
XUIIEPUMYHOTJIOOYJIMH € CHHAPOM, yBpeleHa 4YepHOIpoOHAa W ObOpedyHa (yHKIHS
(mpunara ce u3cienBaHe Ha ypes, KpeaTMHUH W TpaHCaMHHAa3u), MPEeKbCBaHE Ha
TepanusTa 1o BUHa Ha OOJIHUS 3a MEPUOJI OT [TOBEYE OT 3 MECEeLa, TIOTIOHOIYIIEHE

e JloOpa nHXamaTopHa TEXHUKA U CHTPYAHHYECTBO HA MAI[UEHTA

10.3.Kputepuu mpu mnpoBe:KIaHe HA JiedeHHe HA OOJHHU ¢ Texkka pedpakTepHa

eo3nHo¢uIHa acTma ¢ benralizumab

° [[oxa3aHa 6pOHXI/IaHHa 4CTMa U U3KJIFOYBAHC HA MIPUJPYKaBaIlllkd CbCTOSIHUA, KOUTO

Morar Ja Haromoo0sBaT acTMa

Texka actMa o onpenenennero Ha ATS/ERS

Texxka HEKOHTpOJIMpaHa acTMa, ONpe/ielieHa Ype3 HaJlMuKe Ha MOHE JIBE OT
u3bpoenute criopes onpeaeiaenueto Ha ATS/ERS

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

XocmuTanu3aiys 1K IMOCEIICHNE B CIIEIIEH IIEHThP NOpaIy TeXKa eK3anepoanus
npe3 NocyieaHuTe 6 Mecena

Penyuupana 6enoapobna dynkius - popcupan excrimparoper ooem (PEO1) < 60%
IIpuem Ha BHCOKa THEBHA 7032 MHXAIATOPHU KOPTUKOCTEPOUIH

JIurica Ha M3KIIOYBALIM KPUTEpUU OpPEeMEHHOCT M KbpMEHe, JHua moj 12 roauirHa
BB3paT, eK3alepOanus Ha acTMaTa, CUCTEMHU aBTOMMYHHH 3a00JIIBaHUS, YBpEICHA
yepHOJpoOHa U ObOpeuHa (yHKIMS (IIpuUilara ce u3cieaBaHe Ha ypes, KPeaTUHUH U
TpaHCAMHHA3H), IPEKhCBAHE HA TEpaNMsATa 110 BIHHA Ha OOJHHUS 3a TEPHO OT TOBEYEe
oT 3 Mecena, TIOTOTIOHOIYIIIEHE, Mapa3uTo3a (TOKCOIMIa3Mo3a, TOKCOKapo3a,
€XMHOKOK032)

Jlo6pa nHxanaTopHa TEXHUKA U CHTPYJHUYECTBO HA MAlUEHTa

Pa3zznescoane na omeosop

acTMa KOHTPOJI Ha CUMIITOMH, eK3arepOanuu, 6enoapooHa GyHKIUS
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- THn 2 KOMOPOUTHOCTU-HA3AIHA MTOJIUIT03a, ATONTUYCH JICPMaTHT
- JIEKapCTBEHH MPOIYKTH
- YAOBJETBOPEHOCT HA MAllMEHTA

Ilpoovncasane onmumuszupane HA MEHUONCMBHMA- VHXAIATOPHA TEXHHKA, NPHIbpIKAHE,
KOMOPOUTHOCTH, COLMAIIHI/EMOIIMOHAIHU HYXI1, KOMYHUKAIUS C JIMYCH JIeKap.

Hpemuﬂaeaue Ha cmovnKa Hlldole U Ha no-20pHa cmovnKka

[IpemuHaBaHeTO Ha IO-TOpPHA CTBIIKA B JICUEHUETO ,,StEP-UP” ce mpeanpueMa Inpu
HEOOXOJMMOCT OT OCUTYpSIBAaHE Ha MO-A00BP KOHTPOJ, KOTaTO TakbB HE € IOCTHIHAT OT
npeaniecTBamara repanus. [IpoabokuTeIHOCTTa Ha TepanuiTa € MUHUMYM 2-3 Mecena Win
no-Majka 3a 1-2 ceqMHIu P BUpyCHA HHPEKIHS WM eKCIO3UIMS Ha aJlepreH.

[IpemuHaBaHETO Ha MO-HHUCKA CTHIIKA ,,StEP-dOWN™ ce OChIlEeCcTBsABA MPU MOIbPKAHE
Ha J100Bp KOHTPOJ mpe3 nociennute 3 mecena. Hamansane mosara Ha MKC ¢ 25-50% ce
MpenopbyYBa Ha MHTEpBaIK OT 3 Mecena. [Ipu koMOMHMpaHa Tepanus, BTOPUAT KOHTPOIHPAIIL
JIEKapCTBEH MPOAYKT HE C€ M3KJII0UBA OT TeparusTa, J0KaTo ce peayuupar gqosure Ha UKC.

Cnupane Ha neyenuero ¢ MKC He ce mpenopbyBa MpH B3pAaCTHH MAUEHTH, Thil KaTo
Ce CBbP3Ba C MOBHILIEH PUCK OT eK3alepoalnu.

[Ipenu mpennueMaHe mpomsiHa B TepamusATa JIEKYBalUAT Jiekap TpsOBa na ce yoeau B
KOMIUIaifbHCAa Ha mnauueHTa. Tol TpsgOBa Aa MOATOTBM HHAMBUAYaJleH NHCMEH IJIaH 3a
pa3no3HaBaHe Ha CUMIITOMUTE M JeiCTBUE MPH eK3arepoarus.

Jleuenue na exzayepoayusn
Ex3anepbanusira € ocTpo WIK MOJOCTPO BIIOLIABAaHE Ha CUMITOMHUTE M OenoapoOHaTa

(GyHKIMS, B HAKOM cllyyau MOXKe Ja ObJe NbpBaTa u3sBa Ha actMmara. JledeHuero Ha
eKk3alepbanusaTa ce ChCTOM B IOCJTEIOBATEIHOCT OT JEHCTBHUA NpPEANpPHETH OT CaMHTe
MAIMEHTH U 3BEHATa 32 OKa3BaHE HAa MEJIMIIMHCKA [TOMOIL.

Texxkara ex3anepOanus € KUBOTO3acTpallaBalia 1 U3MCKBa XOCHHUTAIU3auUsA. TexbK
aCTMAaTH4YeH NPUCTBI M AaCTMAaTH4YEH CTaTyC HE C€ MOBJIMABAT JOCTATBYHO OT
OponxoaunataropHo jedeHne.Hauannoto npunoxxenne Ha B/IbAe mpoabimkuTenHo, cien
KOETO MHTEPMHUTEHTHO NpH NouckBaHe. [Ipu jeka n ymepeHa ek3anepOarus nHXajIupaHe Ha
BJIBA B no3a 4-10 BmnpbcBanust Bcekd 20 MUH. IMpe3 NMbpBHS 4Yac OOMKHOBEHO € Haii-
e(peKTHBHO M JOCTaThUHO Ja IMOBJIMse oOpaTUMara JMMHUTALMsS Ha BB3AYIIHUSA JOUT.
HocraBsuero Ha BJIBA moxe na Obae upe3 pMDI unu cneiicbp, unu HeGynaitzep. Hsama
TAHHU, KOUTO Ja MOAKPENSAT PYTMHHOTO NPUIOKEHUE Ha MHTPABEHO3HU (2 aroHUCTH NpHU
NAIMEHTH ¢ TeKKa e3arepoanus

Cnen 1-us ygac, no3ara e 4-10 Bupbckanust Ha Bceku 3-4 yaca 10 6-10 BIpbcKBaHUS Ha
Bceku 1-2 yvaca wiun moseue. [Ipu 106wp otroBop (BE/[>60-80% or mpensuaeHuTe WU

MEPCOHAIHO Hail-mo0Bp 3a 3-4 "aca) moBeyYe MHXATAINH HE ca HEOOXOIUMHU.
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Kucnopomonedenue ce npernopbusa mnpu carypanust 93-95% (94-98% npu nema 6-11 1.).

CucTteMHM KOPTUKOCTEPOUIM CE€ MpUIIarart, korato HadayiHata tepanus ¢ bBJIbA e ¢ Heycnex
3a mojoOpeHre Ha CHUMITOMHUTE Hpu ek3amepOanus. OpanHuAT nmpueM € e(peKTHBEH TOJIKOBA,
KOJIKOTO MHTpaBeHO3Hus. Jlo3upaneto e 50 mg Prednisolone karo emuHUYHA CyTpeIIHa 032 WK
20 mg Hydrocortisone B pa3aenenu no3u. [IpoabiokuTenHoctTa € 5 -7 nHu npu Be3pacTHU. He e
HEOO0XOMMO MOCTEIICHHO HaMallsIBaHE Ha J03aTa. AHTUOMOTHIIM HE CE MPEIOpPHYBAT, OCBEH MPH
JaHHU 3a 0enoapoOHa nHpEKIuS.

Enunedpun (adrenaline) ce mpumara kaTo cTaHgapTHa Tepamnus NpH aHapUIakCus M
anruoeneM. He ce mpuitara pytuHHO nipu ekarepoanms Ha BA.

Ipratropium bromide ce mpuiiara mpu BB3pacTHU W Jiella C YMEPCHO-TEKKaA eK3arepoarus
enqHoBpeMeHHO ¢ b/IBA.

Wurpasenosno npuinoxenne Ha aminophilline u theophilline ve ce npenoppusa mopaau mo-
cmaba edukacHoCcT W OezomacHocT B cpaBHeHHe ¢ BJ/IBA. MHTpaBeHO3HOTO MPWIOKCHHE HA
AaMHHOQWIMH € CBBP3aHO C TE)KKUA M MOTEHIIMATHO (aTalHU CTPAHUYHH SIBJICHUS, OCOOCHO TpHU
MAIMEeHTH, KOUTO Ca JICKYBaHHU C TEOPMINH ChC 3a0aBEHO OTHeNsIHe. MIHTpaBeHO3HO NPUIIOKEHUE
Ha MarHe3weB Cyjidar He ce MpenopbyBa 3a PYTHHHO MPHIIOKEHHE NPU eK3arepOaius, HO MpH
npuiarade Ha 2 g 3a 20 MuH. penyuupa npecrost npu Hakou nanueHtu ¢ PEO1 <25-30% ot npen.,
BB3PACTHU U JIClIa, KOUTO HE OTTOBApAT HA HAYAIHOTO JICYEHHE, C IEPCUCTHPAILA XUITOKCHS U TIPU
nera ¢ ®EO1 < 60% ot mpen. 1
9ac Cliejl HAa4ajJ0TO Ha TPHIKUTE.

Ponsita Ha HEeMHBa3WBHATa BEHTWJIAIUS MPHU TEXKa eK3auepOamust U CTaTyC aCTMaTHKYC €
MaJIKa.

KnuHUYHUAT cTatyc W KHCIOpOJHATa caTypalys ce MPEOIeHsSBAT YeCTO W Tepamnusra ce
choOpa3siBa ¢ MaIMEHTCKUsI OTroBop. bernoapobHara ¢yHKIMs ce u3mMepBa Ha 1-us yac, T.C. clen
I'BPBUTE TPU OPOHXOAUIATATOPHHU JIO3W U MIPH BJIOIIABAHE CE MPEMUHABA HA WHTECH3WBHA TEPAITHS
C KOPTHUKOCTEPOUIM M OpOHXOAMTIATATOPH. AKO MAalMEHTHT € XOCIUTAIM3UPAH B CIEHIHO
OTJENICHHE Ce TPHUBEXKJa B HMHTEH3UBHO OTACICHWE W IPH BJOIIABaHE CIIE] MPEOIEHKa ce
MOATOTBS 32 MHTYOAIMs U MEXaHUYHA BEHTHIIAIIHS.

Ilosnusneane na puckosume paxmopu

1. Ce3aaBaHe Ha YMEHHUS W TOJIKpPEIIa 32 CAMOCTOSITEITHO JICUCHHE Ha acTMaTa.

2. TlpeamucBaHe Ha JeKapcTBa WM CXE€Ma, KOSTO CBEXJAa JO MHHHMYM eK3arepOariuu.
Kontpomuparnure nekapctpa, chabpskanu UKC, monmkasat pucka ot ex3arepOanuu. [Ipu
nanueHTH ¢ >1 ek3arepOarus npe3 MpeaxofHaTa ToJuHA Ce MPErnopbhbYBaT HHUCKHU 03U
HKC/formoterol wu obnekuaBama cxema (paspemieHO camMO 3a HHCKa J03a
beclometasone/formoterol u nucka no3a budesonide/formoterol)

3. HacwpuaBaHe HW30STBaHETO HAa TIOTIOHEB JHMM -aKTUBHO MYIICHE WJIH TIOTIOHEB JIUM OT
OKOJTHATa cpefia

4. Tlpu ManMeHTH ¢ TeXKa acTMa HACOYBaHE MaIlMeHTa KbM CIICIUAIM3UPaH IIEHTHP, aKO UMa
TaKbB, 32 pasryekIaHe Ha M00aBSHETO Ha JIEKApCTBAa W/WIU JIEYCHHE, OIMpPENeTIeHO II0
M3Clie/IBaHEe HAa XPAuKUTE

5. Ilpu manueHTH ¢ MOTBBPJCHA XpaHUTENHA ajeprusi n30ArBaHe Ha CHOTBETHUTE XPAHH.
OcurypeHa HATMYHOCT Ha MHYKEKIIMOHCH aJIpeHAIMH 3a yroTpeba npu anadunakcus. [Ipu
MJIaId MOHOCEHCUOUITU3UPAHHU MAIMEHTH 00CHKIaHe Ha CIeU(PUIHA JeCCHCUONITH3AIIHSL.

Ilpocneoseane na nayuenma cieo exzayepoayus

[IpocnensBane perynsapHo cien ek3auepOarus, AJOKaTo CHUMIITOMHUTE U
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oenoapobHaTa GyHKIUS C€ HOPMAIU3UPAT

EK3auep6auHHTe 4YCCTO MpCACTABIABAT HCYCIICX B I'PHIKHUTC 3a XpOHUYHA aCTMa H

HGO6XOZ[I/IMO Jla CC€ HallpaBX OLICHKA Ha PbKOBOJACHCTO HaA JICUCHUCTO

- Ha mpociicasBaliara BU3nTa TpH6Ba Ja CC IIPpOBCPHU OAJIn:

(&

ITarueHTHT pas6npa [npuinHaTa 3a U30CTPAHC Ha CUMIITOMATHUKATA [la CC OTCTpAHAT

pPUCKOBUTE (PaKTOPH, HAPHUMEP TIOTIOHOIYILICHE

[Ipunbpkane KbM TepamuaTra U pa3OupaHe HEOOXOJUMOCTTAa OT MPHUIIATaHETO

[IpoBepka Ha UHXAIATOPHUTE YMEHHUS
Hanucan muian 3a gelicTBre 10 OTHOLICHWE HA aCTMATa

I1. ITPABHUJIA 3A JOBPA KNIMHUYHA ITPAKTHUKA IIPU BEJIOAPOBEH
TPOMBOEMBOJIU3BM ITPU JIMIIA HAJI 18 T'OAUIIIHA BB3PACT

1. Onpenejenue

bemonpoonust  tpomboembomm3zrM  (BTE) e  o0oOmeno  Ha3BaHme  Ha
€THONATOreHETUYHO CBBbP3aHU eTald Ha eAuH OOoJecTeH mpolec - BEHO3Ha Tpomobo3a,
eMOoM3anus 1 TpoM603a Ha KJIOH Ha OenoapodHa aprepus’. Ciaen MHOAPKT Ha MHOKapaa
Mo3bueH uHCydAT, BTE e Tperoro mo dectoTa chpledHO-chaoBO 3abonsBaHe (100-
200/100000/ romuna)®. IIpu oxomo 51% ot marmentute ¢ JBT ce Bepudurmpa BTES.
HezaBucumo oT ycmexure B NpPEBEHIMATa U PA3BUTHUETO Ha OOpa3HUTE JHUArHOCTHYHU
metoau, BTE mpoabmkaBa na e Texxbk MeauuuHcKu npobsem. B 3ananna Espona ot BTE
roguiHo ymupat 317000 gyoBeka, oT kouTo 34% C KapTHHA Ha BHE3aIlHA ChpJE€YHA CMBPT. B
59% ot ciydante Ha cMBPT cBbp3aHa ¢ bTE, cbmuaT He € IuarHocTuIMpaH, KaTo exsa B 7%
€ aJIeKBaTHO JIMArHOCTUIMPAH U JIeKyBaH”,

[Ipenpaznonaramure pakropu, pakTopuTe 3a JolIa MPOTHO3a U PUCK OT PEUUANBYU Ha
BTE 3a npencrasenu Ha ¢ur. 1. [Ipu orcheTBHE Ha 1oka3zaHu npookupany gaxkropu BTE ce
npreMa 3a ,,HeIPOBOKHpaH” (C 4ecToTa oKoyo 25%)%>°.

2. Jlmarno3a

Huarno3ata BTE e Tpynna mopamy HecnenupUYHUTE KIMHUYHH CHMIITOMU U YECTO
OJIMTOCHMITTOMHOTO TTPOTHYAHE.

A. TIpu oTchecTBME HAa XeMOAMHAMHYHA HecTadmaHocT (95% oOT marueHTHTE’)
CBbBPEMEHHUSAT IMAarHOCTUYEH Mpoliec mpoTtruya B 3 etana (¢ur. 1):

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

OneHkaTa Ha KIMHUYHATa BEPOSTHOCT 3a OenonpoOHa emMOoNus ce OCHOBaBa Ha
WHTETpUpaHaTa OlleHKa Ha MHpOpMaIusaTa OT aHaMHe3aTa U KIMHUYHATa CUMIITOMaTHKa. B
MpPaKTUKaTa HAW-ITHMPOKO MPHIOKEHHWE 3a OllEHKa Ha KJIMHUYHATa BEPOATHOCT HaMHUpaT
cranapTisupanute cucremu Wells u Geneva (Ta6m. 1),

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

Wells ckaJia, kpurepuu Touku Geneva ckana Touku | Onpocrena
KPUTEpUu Geneva
IMpenxonna JIBT u/unu BTE 15 [Tpenxoana JIBT 3 1
nu/umu BTE
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Xupyprus (<4 ceqmuiu) Ui 1,5 Xupyprus/TpaBma 2 1
uMoOumM3anus (>3 1HM)

OHKOJIOrMYHO 3a00I1BaHe 1,0 AKTHBHA HeoILIa3zMa 2 1
KpbBoxpax 1,0 KpbBoxpak 2 1
Taxukapaus >100 yu/mMun 1,5 Copaedna yectora 3 1
75-94/Muu
Copaedna yectora 5 2
>95/MuH
Knunnunu 6enes3u Ha JIBT 3,0 Ennoctpanna 6omka 3 1

B JIOJICH KpaltHUK

Ennocrpanen otok, 4 1
OoJKa MpH nmamanus
Ha JI0JIEH KpalHUK

OTchCcTBHE Ha  aNTEpHATHBHU 3 Bw3pact >65 . 1 1
JIMarHO31
Kunnanuyna BepositHoct 3a BTE | Coop IIpoueHT Ha Coop Coop
- TPUCTENEHHA OLEHKA TOYKH norebpiaed bTE TOYKH TOYKH
Hucka 0-1 10% 0-3 0-1
Mescounna 2-6 30% 4-10 2-4
Bucoxka >7 ~65% >11 >5
Kannuuna Bepositnoct 3a BTE Coop
- IBYCTENlEHHA OLleHKA TOYKH
BTE e manko éepoamen <4 12% 0-5 0-2
BTE e mnozo eeposimen >4 50% >5 >2

Bropu eran — npuioxkenue Ha D-qumep tecr:

Ilpy Hucka M MexIMHHA KJAMHM4YHA BeposTHOocT 3a BTE ce npenoppusa
n3BbpuIBaHe Ha D-numep tect. [1nasmenoro HUBO Ha D-gumep € MOBUIIEHO NPH aKTUBUPAaHU
Koaryianus ¥ GuOpUHOIN3a, HO MOXKE Jla ce MO3UTHBHUpPA Hecrenu(UIHO MpH Bb3IAJICHUE,
Heoru1a3Ma, TpaBMa, OpeMeHHOCT, ObOpedHa HeloCTaThbUHOCT U Ap. CtoitHocTH o <500
pg/l ca ¢ Bucoka HeratuBHa mpenckaspamia croifHocT 3a /IBT u BTE u Ha mpaktuka
M3KJII0YBAT JUAarHo3aTta. 3a Ta3u KaTeropus MalueHTH TpuMmecedHuaTr puck ot BTE e mox
1%2. 3a marmenTH Hax S50 T. IPHUIOKEHHETO HA BB3PACTOBO ajanTupana Hopma (D-aumep =
BB3pacT x10 pg/l) moBumasa no 30% Opost Ha manueHTure, npu kouto bTE ce u3kiouBa
(BMecTo 6.4% mpu craHmapTHaTa HOpMa), O6€3 Ja ce yBenumdaBa Oposi HEAMATHOCTHUIIMPAHU
ciyuyau Ha BTE'.

Benuky nmanmenTu ¢ Bucoka kimHUYHA BeposTHOCT 3a BTE, a Taka cbiio Te3u ¢ HUCKa
n MmexauHHa (mo Wells m Geneva ckamm), mpu KouTo D-muMep TECTBT € IO3UTHBEH,
MOJUIeXKAT Ha aHTUKOAryJaHTHO JICYEHUE J0 M3BBPIIBAHE HAa HEOOXOTUMHTE JUATHOCTHYHHU
o0pa3HH METO/IH.

Tpern etam - 00pa3Hu JTMATHOCTUYHHM METOIH:
» KT nynmoanruorpadus (KTITA)
» Benrtunammonno/nepdysuonna (V/Q) cuuaturpadus
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» YaTpa3ByKoBO u3cieBaHe Ha aba0oku Benu (Y3U-JIB)

[Tpu weratuBuu KT anruorpadus m Y3U-JIB wam V/Q cumaTHrpadus nuarHosara
BTE mosxe GezomacHo aa ce u3kimoun?. [Ipu MO3UTHBEH pe3ylTaT AMATHO3aTa ce CUMTa 3a
MOTBBP/ICHA U MALMEHTHT MOJICKHU Ha JICUCHUE.
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Anroputbm 3a nosegeHue npu bTE

KnuHuuHa OueHKa Ha OueHKa Ha
oueHKa Awnaryaza. pucka JleyeHue KAUHUYEH XoA,
. . NapenTepantn B
KnnHnuHa oueHka: <D dimer (BA) LI penep st
. 12 *PUCK OT KbpBEHE
Geneva/ Wells Toukosa -KTNA - OK avchyHKuma OpanHu aHTMKOArynaHT +PUCK OT peuuans
OLeHKa Ha pucka +V/Q (nnm SPECT) (ExoKr) ot CKPUHUT
CcunHTUrpaduma - 8K aunatauua (KTPA) EM?;:::;:':"" TexHrm 3a XTENX npun
+KomnpecuoHHo Bewa Kasa GuATpu CUMNTOMHN
V3M Ha AB nayuMeHTn
Anroputbm 3a BUCOK MbpeuuHa KbPBEHE
Xemopu- puck BTE: BUCOK PUCK penepdyaua Hama Banupupann
HaMU4HO -KTNA — = Mogenu 3a oueHka
HecTabunuu «ExoKr npu aunca Ha (LB EILI ) npun BTE
Bucoka KTNAwW R T AHTUKOArynaHTHa
KAMHUYHA HeKoHTpoNMpaHa Tepanva
XUNOTOHUA PELMANB HA BTE
BEpPOATHOCT -Komnpecuoneny3 MEXAMHEH PUCK AHTMKOArynaHTHa CrangaprHa Tepanma/
MesKa1HEH BICOK Tepanua HeonpegeneHa
Xemopau- ANrOpUTLM 33 He- MesanHeH HUCBK (*KusoTocnacasawa NPOABMAKUTENHOCT HA
HamMMuYHO BHCOK puck BTE: penepdyaus) neveHveto
CTabunHm -KTNA
Hucka n +V/Q (SPECT) XTENX
AHTHKOArynaHTHa
MeXANHHA +) D CUnHTUrPaduA ry. Wnavenayansa
KA - fj) -Komnpecuoneny3 HUCBKPUCK | repanua LIERLELE
KAMHUYHA imer (PaHHO n3nuceaHe) npocnepssaHe
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. Anroputsm 3a nosenenue npu BTE. (Mmonudunupan or Konstantinides et al.
Pulmonary Embolism Update 2016°) BroxumidnnTe Mapkepy BKITIOUBAT: MAPKEPH 38 MHOKap/IHA
yBpeaa (troponin), MapKepy 3a CbpAEYHA HEOCTaThYHOCT- MO3bUEH HaTpuil ypetndeH nentun (BNP)
nin  HeroBust mnpekypcop NT-proBNP; D-mgumep — Bb3pacToBo ajmanTtupaHa CTOHHOCT;
Tpombodunmuu* — BkIrOYeHH ca camo aHTU(OCOIUIMHUIEH CHHIPOM W BHUCOKOPHUCKOBHUTE
TpoMOodumuu  (xerepozurotu (aktop V Leiden, xomosurotu protrombin G20210A wmytarus,
antutpoOuH III xedumur). PytunHOTO NM3cnensane 3a TpoMOO(MINK HE € IPEHOPBUYUTENHO 38 BCUHUKU
nammentd ¢ BTE. JIBT — nbnboka Benosna tpombo3za; K — mscHa kamepa; KTIIA- xoMmioTsp
tomorpadcka mynmonanHa anruorpadus; ExoKIT — exoxapamorpadus; XTEIIX — xponuuna
TpomboemOomyHa mynmoHainHa xunepronus; PESI — pulmonary embolism severity index; SPESI
onpocteH PESI unnekc.

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

» KT mynmoanruorpadus cinensa fa ce M3BbPIIM He3a0aBHO (aKO € HaINYHA)

» Ilpu orcecrBue Ha ycnoBus 3a KTIIA crnensa na ce uzbspum exokapauorpadus (ExoKID),
IpU HAJIMYHU JTAaHHHU 332 OCTPO OeoJIpoOHO Chplie AMarHo3aTa MOXE Ja ce MOTBBPAU C
V3U-JIB n/unm tpance3odareanna ExoKI’

[Tpn manmentute ¢ xemoanHamuyHa HectaOWIHOCT U AaHHu OT KTIIA 3a BTE w/unm ot
ExoKI" 3a octpo 6enoapo6Ho cbpue, u/unu ot Y3U-/IB 3a JIBT cnexasa na ce mpeamnpueme
crieu(pUIHO NeueHue: MbpBUYHa pernepdysus?,
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[Ipu namuentute ¢ HeratuBHa KTITA u Te3u 6e3 maHHM 3a ocTpo OenoapoOHO chpIe (OT
ExoKTI') cnenBa n1a ce ThpcaT APYrd JMarHOCTUYHU MIPUYMHU 32 ChCTOSTHUETO UM.

3. Kuaacupukanus na nanuentute ¢ BTE

Cnen mmarnocturupane Ha BTE ¢ ormen w30op Ha ONTUMAIHO TEpPaneBTUYHO
MOBEJICHUE C€ MPOBEXKIa CTpaTU(UKAMs HA PUCKA BH3 OCHOBA HAa KIMHUYHHU JAHHU U
pesyaTatu ot JabopaTopHu U 06pazau Metoau Ha uscneaBane (ExoKI/KT) (dur. 1).

3.1.Bucoko-puckoBusit (MacuBeH) BTE e cvc cmpprHOCT >15%. HabmiogaBa ce mpu

OKJTy3us Ha >50% OT MyIMOHAHHUTE apTepUH U ce Ae(UHUpPA OT HATUYHH %

» 1llokoBO ChCTOSTHHE W/MIM KJIMHUYHA CMBPT

» Xwunoronusi (cucroino AH<90 mmHg wnm cnag Ha AH ¢ >40 mmHg 3a noseue ot 15
MUHYTH), HETIPEIM3BUKAaHA OT apUTMHS, CETICUC MM XUIIOBOJIEMHSL.

3.2.Autepmenuepen puck (cyomacuBen) BTE e c puck or cmepr 3-15%, Hamara
XOCHHUTAJIU3alMsg, MOHUTOPUHI HA  KIMHUYHOTO CBCTOSIHUE U AHTHKOAryJalus.
XapakTepusupa ce c2:

a. KimHu4Ha oneHka Ha pucKa OCpeACTBOM BAJTHIAMPAHU cKaIHu (Tadm. 2):

» PESI (Pulmonary embolism severity index) rpynu III g0 V

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

» JIK munaranus u nucyHKIUS, OlIEHEHU Ype3 TpaHcTropakaimHa ExoKT

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

» TloBuiieHue Ha Mo3bueH HartpuitypernueH nentia (BNP/ NT pro BNP)

» Bucoxu HajsiraHUS B IECHU CHPACYHH KYXUHU MPH JSICHA KaTeThPHU3aIUs

B. Mapkepu 3a MHOKapIHa J1e3us

» Toumenu tpononud T u |; MB ¢pakuus na CPK.

Tabauna 2. Banunupanu ckaiau 3a oneHka Ha kiuHU4YHUS puck npu BTE: Pulmonary
embolism severity index (PESI) / Simplified pulmonary embolism severity index (SPESI)2.

IHoka3zaren PESI Touknu SPESI Toukn
Br3pact bpoi rogunu I topu>80r
MBKKHM 11O 10T
OmnkonoruyHo 3abossiBaHe 30T It
XpoHuyHa cepaeuHa | 10T
HEJ0CTaTbYHOCT .

XpoHuuHo 6enoipobHo 3abomsBane | 10 T

[Tyncoa wectora >110 yn/mMmun 20T It
Cucromnuao AH <100 mmHg 30T It
Juxaremna yecrora >30/MuH 20T
Temneparypa <36 °C 20T
Hapymeno cb3nanue 60 T
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Aprepuanna oxcuxemorioounona | 20 T It
catypanus <90%

Crparndukanus Ha pucKa

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

3.3.HemacuBHusit BTE e c puck ot cmbpT <3%. [IpoTtuua Ge3 nposiBu Ha XUNOTOHUS, O3
nannu 3a JIK nuchyHKIMs u/vmiam Muokap/Ha je3us. Bogeny ca peciuparopHUTe CUMITOMMU:
3a1yX, IUIeBpaJiHa OO0JKa, Kaluluia, KpbBoXpak, ¢edpunurer. Bb3MmoxkHa € paHHa
JIeXOCTIUTATN3AIHS WM NPOBEKIaHe Ha JOMAIIHO JeueHue?,

4. Jleuyenme

4.1.11oBenenne npu Bucok puck (macusen) BTE
4.1.1. Kopekuusi Ha XeMOAMHAMHUYHHUTE HAPYLIEHUS U JieYeHHe HA TuXaTeIHaTa
HEI0CTATBYHOCT
a. Kopexknusi Ha XHIIOTOHUSATA: TTOCPEICTBOM ONTHMHU3HMPaHE Ha NpeaHaToBapBaHeTo Ha JIK
(npeuusupana UHQY3MOHHA Tepanus, npu KoHTpoia Ha [[BH); BazonpecruBHu nekapcTBeHn
NPOAYKTH: npeanounra ce noradrenaline nngysus; Dobutamine u Dopamine ca noka3zanu
3a NPUJIOKEHMe MPH TAIMEHTH C HUCHK ChpieueH Ae6ut u Hopmanso AH2,
0. [Ipu xunokceMuyHa AUXaTeaHa HEAOCTATHUHOCT Ce MpHUIIara JI03upaHa KUCIOPOIOTEPSIUs
(BKJI. TP MOKa3aHMsI MEXaHUYHA BEHTUJIALINSA).

4.1.2. NIspBuuHa penepdy3us
4.1.2.1 ®uOpUHOIUTHYHA Tepanus e MoKa3aHa npu BUcok puck (MmacuBen) BTE, xato
HamMaJlsgBa CMBPTHOCTTa MW  pEUUAMBHTE, HO T[OBHIIABa 4YecTOoTaTa Ha
MHTPAKPAaHUATHUTE XeMOParuy ¥ WHIMACHTHTE Ha MACHBHO KbpBeHE>”.
AOCOJIIOTHY NPOTHBONOKA3AHUS:
- XeMmoparuueH MHCYNIT WIM UHCYIIT C HESICHA FeHe3a
- HcxeMuueH HHCYIT ¢ 1aBHOCT A0 6 Mecena
- Tpasma Ha [THC nnmn MeracTaTU4HO aHTa)XUpaHe
- Cpyerana TpaBma, BKIL. TJIaBa, OJIIMA XUPYPrU4YHA HHTEPBEHINA 0 3 CEAMMIIN
- T'acTponHTECTHMHAIHO KbpPBEHE B MOCIENHUA | Mecel
- H3BecTHO aKTUBHO KbpPBEHE
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Ta6auua 3. JlekapcTBeHH NPOAYKTH U 1034 32 pubpunosnusa npu BTE?;

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

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

CTaGI/IJII/BaI_II/Iﬂ, 0e3 Jia IOBHUIIAaBa ChIICCTBCHO Y€CTOTATA HA XECMOPArundyHHUTEC yCJIO)KHeHI/ISIS.

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

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

CTPUKTHO J]a c€ MOHUTOpHUpaT mnoHe 48-72 yaca ¢ oriej CTapTUpaHE Ha KUBOTOCHAcsSBAaIla

penepdy3HMOHHA Teparnys NPy MOABa Ha Oelle3H Ha XeMOJAMHAMIYHA HECTAOMITHOCT ",

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

MIPOBE/IC AHTUKOATYJIAaHTHA TEepaIlus.

AHTHKOATYJIALUA:

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

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

>

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

Xa) npu nanuenT ¢ HemacuBeH BTE

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

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

Awnruxoarynaruara ¢ Heparin, LMWH umu Fondaparinux nmpoasmxasa 5-10 mam’®,
LMWH wunu Fondaparinux ce npeanountat npeg H®X B octpust craauii Ha BTE nmopaau no-
pPEAKHM XEMOpPAarudHU YCIOKHEHUS M TO-HUCHK PUCK OT TPOMOOIMTONEHHUS (XemapuH-
MHAYLHpaHa TPOMOOIIUTONIEHUS).

HedpakuuonupaHusaT XxenapuH ce MpearnovynTa Npy MaueHTu: Ipu KOUTO ce 00ChxKaa
nbpBUYHa  perepdysus  (puOpHHONM3A/MHTEPBEHIIMOHANIEH —TOAXO0M); IpH OBOpeuHa
HegocraTbuHOCT (CrCl <30 mu/muH); npu u3paszeH odesutac. [IpuunHuTe 32 Ta3u Npernopbka
ca: mo-KpaTkusT nonyxkuBot Ha HOX, necen konTpos Ha edexra My (u3cnensane Ha aPTT),
BB3MOKHOCT 32 ObP30 HEyTpaJIM3UpaHE C IPOTAMHH.
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AHTHKOArynanusra ¢ HWHIUPEKTEH aHTHKoaryianT (ButamuH K aHTaroHuer -
Acenocoumarol, Warfarin) crnena nma 3amoune 24-48 yaca OT HA4yajoTO Ha JIEYCHHETO.

3actenBadero ¢ HOX nmu LMWH e 4-5 nHu, karo napeHTepagHaTa aHTHUKOAryjiamnus ce

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

IIpn mamyentn ¢ HUCBK puck oT BTE mnpunoxxeHnero Ha T.H. HOBH II€POpaIHU
antukoarynantu (HOAK) mokaza cxomHa TepaneBTHYHA €(EKTUBHOCT B CpPaBHEHHE C
KITaCHYECKMTE CXEMM Ha JedeHHMe NP MO-HUCKO HMBO HA XEMOPArMYHM YCIOKHEHHS".
[IpennMcTBara ca, 4e JICUEHUETO € C €IUH JIEKapCTBEH NPOAYKT U HE CE Hajara 3acTbIIBaHE,

CKBCSIBA C€ OOJTHUYHHMST HpeCTOﬁ, oe3 Jla CC BJIOIIAaBaT TCPAIICBTUYHUTC PC3YyJITATH.

Tab6auna S. Ilpuiioxkenne Ha HOBH NepopajHu aHTHKoaryJaHTH npu BTE

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

aHTukKoaryiaant 5-10

JTHU

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

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

Hporﬂo3a HAa 3200JI9BaHETO:

[Ipu anexkBaTHO nuarHocTUIMpaHu W JyekyBaHu mnamueHntu ¢ BTE 30-gHeBHara
CMBPTHOCT Bapupa Mexay 9 u 11%, a Tpumeceunara - mexay 9 u 17%2. Apronmsara Ha
MyJIMOHAJTHUTE TpomOW dvecto He € mwiaHa. Cnex octbp BTE wm emnoromgumien kypc Ha
aHTHUKOATyJIaHTHO JIedeHue nepdy3uoHHaTa CHUHTUTpadus ycTaHOBsABA MpH 35% OT OosIHUTE
MaJIKi 0CcTaTh4yHU nepy3nonuu aedextu (B 90% ot cnydaute ca moa 15%).

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

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

HernpoBokrpaH bTE dyectora Ha penuanBy € mo-BUCOKA.

XponnuHa tpomboembonmuuna myiamoHanHa xuneptoHus (XTEIIX) ce ycranossBa
npu 0.4-6.2% ot nmamuentute ¢ npexusssad BTE, cpexno 3.4%8. [luarnosara ce mocrass,
ako cruex 3-MeceyHO e(EeKTHBHO JIEYeHHWE C AaHTHUKOAryJlaHT, IpH JsACHA ChpJeYHa
KaTeThbpHU3alMs C€ YCTAHOBU CPeIHO MyIMOHaNHO Haisirane >20 mmHg, 6enoapobHo cba0BO
cenpotusneny >3 Wood exuruny (240 dynees/cm®). 3a1b/KUTENHA JOIBIHATEIHH YCIOBHS
ca: A/ Hanuumne Ha mone 1 cermenteH nedext B mepdysusra or V/Q cumHTHTpadus WU
KAT-nmynmoanruorpadus; b/ Hopmanao mynmo-kanwisipuo Hamsrane (wedge-pressure); B/
OTchCTBHE HA KIMHUKO-Ta00paTOPHU JaHHU 32 JIpyro 3a0oisBaHe, 00sCHABAIIO HAXOIKATA.
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https://mediately.co/bg/drugs/?q=Acenocoumarol

ITII. XAPAKTEPUCTUKA U EIIMAEMHNOJIOI'UA HA 3ABOJISIBAHETO XObb

XpoHuvHata oOCTpyKTHBHa OenoapoOHa Oosect (XOBb) e dyecto cpemiana, mpeaoTBpaTHMa H
nednmMa 0OJIECT, XapaKTepu3upaIia ce ¢ MepCUCTUPAIIN PECTTHPATOPHU CUMITOMHU U OOCTPYKIIHS Ha
JIMXATeITHUTE IIbTHINA W/WIM aQJIBEOJIAPHU YBPEXKIAHUS, OOMYAHO NPUYMHEHU OT 3HAYMMA
EKCITO3UIUS Ha BPEIHH YaCTHIIN MU Ta30Be.

Haii-yectuTe pecniupatopHu CUMIITOMH Ca 33]1yX, KallUTAIA H/UIH €KCIIEKTOPAIIHS.

[TarueHTUTE MOAIICHSBAT T€3U CUMIITOMH.

OcHoBHM puckoBu ¢akropu 3a XOBb ca TIOTIOHONYIIEHETO, €KCIO3ULUATA NpPU H3rapsiHe Ha
Ouomaca M 3aMBbpPCSABAHETO Ha Bb3AyXxa. lIpenpasmonaramu (GakTopu ca TeHETHYHH aHOMAJIMH,
nedeKkTd B pa3BUTHETO Ha Oenmrte ApoboBe m OBbp30TO cTapeeHe. B mporuuanero Ha XOBb uma
NEepUOJIM Ha OCTPO BIIOIIABAaHE HAa PECHUPATOPHUTE CUMIITOMM, HapedyeHu ek3auepbObauuu. [Ipu
noBevyero nanueHTd XOBb e cBbp3aHa ¢bhC 3HAYMMHU CBHITBTCTBAIM XPOHHYHH OOJIECTH, KOWUTO
MOBMIIABAT MOPOUHOCTTAa U MOPTAJIUTETA.

Bponxuannara actma € puckoB (akTop 3a pa3BUTHETO Ha Bb3AyIIHA oocTpykuus 1 XOBB.

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

XOBb e cpen BojemuTe NpUYUHU 32 OOJIECTHOCT U CMBPTHOCT B CBETA M BOJM JI0 3HAUUTENHA U
HapacTBallla collMajHa M MKOHOMHUYEcKa TexkecT. lIpeaBmkna ce oT miecta BoJeIla MPUYMHA 3a
cmbpTHOCT Mipe3 1990 r. XOBb me 6bae tpera mpe3 2020 r. u yerBbpra npe3 2030 r. Ouaksa ce
npe3 2030 r. XObb na Obae ceama mpuyMHA 3a MPEKIEBPEMEHHA CMBPTHOCT M WHBAJIUAHOCT B
cBeTa cnpsAMo ABaHazaecera nosunus npe3 1990 r. XObb e npuumna 3a 56% ot paszxoxute 3a
pecniupaTopHu 3a0onsiBanus B EBpornetickust cbio3 (38,6 Muiia. eBpo).

Kpurepun 3a nocraBsiHe Ha AMarHos3aTa

XOBb Tpsab6Ba ga ce momo3upa Mpu BCUYKHU MAMEHTH C OTUIAKBaHUS OT 3a7yX, XpOHMYHA KallIHIa
W/WIM €KCTIEKTOpalusi W JaHHU 3a eKCIO3WIMS Ha PHUCKOBU (akTopu. 3a TOTBBP)KIAaBaHE Ha
IUarHo3aTta € HeoOXOAMMO TpoBeXJaHe Ha (YHKIMOHATHO W3CIEABAaHE HA TUIIAHETO
(cmupometpusi) ¢ OporxoamnararopeH Tect. CrotHomeHnue Ha DEO1/OBK

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

1. AudepeHnuaina 1uar{o3a

Hudepenunannara nuario3a Ha XObb Ha mbpBo MscTo TpsiOBa Aa BKIOYBA OpOHXHAallHA acTMa.
[Ipy HSAKOM MalMEeHTH C XPOHH(UIHMpaIa acTMa pa3rpaHMYaBaHETO Ha JIBETE€ CHCTOSHHUS HE €
BB3MOKHO ChC CETAallTHUTE JHATHOCTHYHN METOMIU M C€ TIpHeMa, 4e Te CHIIEeCTBYBAT €THOBPEMEHHO.
[Tpu Te3u manueHTH JIeYeHHUEeTo € MoJA00HO Ha TOBa MpHU acTMa. B mudepeHIamHo AMarHoCTUYEeH
miaaH TpsOBa /a ce OOMHUCIAT W CIEIHHUTE 3a00JIsBaHMs: 3aCTOMHA ChpJEYHA HEIOCTATHUYHOCT,
OpoHXHEKTaTu4Ha 00JIeCT, TyOepKy03a, 00auTepHpaIl OPOHXUOIUT U TU(Yy3eH TaHOPOHXUOIUT.
Knacuduxanus Ha TexecTTa Ha OOCTPYKIUATA HAa Bb3IyIIHUTE IbTHIA, Oa3UpaHa HA CTOMHOCTHUTE
Ha ®EO1 cnex 6poHxonunartays:

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

2. OneHka HA CUMIITOMHTE
JlocThIieH MHCTPYMEHT 3a M3MepBaHe Ha 3amyxa e ckaimarta Modified British Medical Research
Council (mMRC). Ts xopenupa 100pe ¢ IpyruTe HHCTPYMEHTH 3a M3MEpPBaHEe Ha 3paBHUS CTATYC
U € TIPEeIUKTOp 32 PUCKA OT CMBPT. 3a MSUIOCTHA OICHKA HAa cUMITOMUTE ce mpenopwuBar COPD
Assessment Test (CATTM) u COPD Control Questionnaire (The CCQO).

KOMﬁI/IHI/IpaHa CXe€Ma 3a OllCHKa

OrneHka Ha

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

> >

AHaMHe3a 3a
yMepeHa Wi

TEKKa
ex3anepoauus
Creren DEO1 >2 umu >1 Bozenta
(% ot JI0 XOCTTHTAIH3ALAS
TIpEIBHICHNSA) C D
GOLD1 |=80
TDEQL/DBE<0T GOLD?2 |50-79 0w 1
(0e3 a BOIAT 10
_ XOCIHTATH3AIIN )
eneq GOLD3 |30-49 A B
GOLD4 |<30
MMRC 0-1 | mMRC > 2
CAT<10 |CAT=>10
Cumnromu

@ur.l KombOunupana cxema 3a oneHka Ha mnauueHta ¢ XOBb. GOLD - I'nmoGanna
uHnnuatuBa 3a XObb; ®EOI — dopcupan excnmpatopen odem 3a 1 cekynna; @BK — dopcupan
ButasieH kanaruteT; mMMRC: modified Medical Research Council dyspnea questionnaire; CAT™:
COPD Assessment Test™

3. Tepanus 3a npeBeHUHs U NOTHPIKAIIA TepaNus
e (CrnupaHeTo Ha TIOTIOHOIYILIEHETO € KI0Y0BO
e @apMmakonoruyHaTa Tepanus Moke JAa Hamanu cumnromure Ha XOBb, kakto u
4yecToTaTa U TEeXECTTa Ha ek3auepOanuure U Aa NoAgo0pu 3paBHUS CTaTyC U TOJEpaHca
KBbM (PU3UYECKO HATOBAPBAaHE
e Bceku dapmakoTepaneBTHUEH PEXUM TpsAOBa n1a ObJe WHAWBHIYyAIM3UpPaH U BOJCH
Crope]; TeXeCTTa Ha CUMITOMHTE, pPUCKa OT eK3auepOaluu, CTpaHWUYHHUTE IEHCTBHI,
KOMOPOUIHOCTUTE, HAJIMYMETO Ha JICKAPCTBEHM IMPOAYKTH M IIeHAaTa UM, KaKTO U OT
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OTroBOpa Ha MAallMEHTa, IPEAIOYHaHUsATa My U CIIOCOOHOCTTA Ja W3MOJ3Ba pa3IudyHU
YCTpOICTBaA 32 UHXATHPAHE.

e llnxanaTopHaTa TeXHHMKA TPsIOBA /1a CE OLIEHSABA PEIOBHO.

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

e [IneBMOKOTOBaTa BaKCHHAIUSl HaMaliBa MH(MEKIMUTE HA JOJHUTE AUXATEIHU IBTHUILA.

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

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

e [lpu mamueHTH C TeKKa XPOHMYHA XHUIEPKAHHUS M aHAMHE3a 32 XOCHUTAIMU3alMs 3a
ocTpa AMXaTelHa HEeIOCTaThYHOCT, MPOIAb/DKUTETHATA HEMHBA3MBHA BEHTUJIAINS MOXE
Jla HAaMaJIl MOPTAJIMTETA U Ja IPEA0TBPaTH Pe-XOCIUTAIN3ALUATA.

e [lpu ompenenenu mamueHTH ¢ HampegHanl eMmduszeM pedpakTepeH Ha ONTUMHU3UPAHU
MEIUIMHCKU TPUXKU, XUPYPrHUHUTE U OPOHXOCKOICKM HHTEPBEHIIMH MOXE Ja ca
TIOJIE3HHU.

4. OcHnoéHu zpynu n1ekapcmeenu npooykmu, npenopvyeéanu npu cmaounna XObb

bponxogunararopu

JlexapctBenn mnpoaykTH, KouTo mnoBuiiasar @®EO]1 wumum npomMeHAT Jpyrd CHUPOMETPUYHU
napameTpu, OOMKHOBEHO KaTo Bb3ACHCTBAT Ha IJ1aJjKaTa MycKyJaTypa, ce Hapuyar
OponxonunataTopu. Te o0reKyaBaT U3AUIIBAHETO, HAMAJISBAT JUHAMUYHATA

xunepuHdIanus B MOKoW U mpu (uznyecko ycuiue, nmoaoopssar ¢uzndeckus kamauurter. Morar
Ja ce IpuwiaraT KaTro JIEKapCTBEH NPOAYKT, KONTO ce H3IoJI3Ba caMO HpH HYyXKJa WIM Karo
koHTpoJep. [Ipu neyenue Ha crabunna XObb ce npeanounTta nHXanaTopHaTa Tepamnus.

N300pbT Mex Ty B2-aroHUCTH, aHTUXOJIUHEPT UL, TEOPMINH WK KOMOMHUpPAHa Teparns 3aBUCH OT
MHIVBUAYAJIHNS OTTOBOP Ha MAllMEHTA U OT CTENEHTA Ha ChTPYAHUUYECTBO IIPH JICUEHHUETO.

32-aronmncTn

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

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

Vilanterol, Olodaterol

OcHOBHOTO feiicTBUE HA 32-arOHUCTHUTE € Ja pelakcupar riajKaTa MyCKynarypa, KaTo CTUMYIUpar
32-ampeHepruyHuTe peHENTOPH C TMOBUINABaHe Ha HUKIUYHUS AM®D. [lpombmkuTenHOCTTa Ha
neiicTBue Ha 32-aroHUCTHUTE € CpeHO MexXAy 4 u 6 Jaca.
Ynorpebara - penosHo win npu Hyxk1a, Ha b2AKJ[ mogoopssa ®EO1 u o6nekdyaBa CHMOTOMHUTE.
[IpenmopbuuTEIHO € U3BBH eK3alepOarus aa ce mpueMaT npu Hyxaa. Ynorpebara Ha bB2AK/[ BbB
BHUCOKH JI03M NPHU NAIlMEHTH, KOUTO BeUe MprueMaT JeKapCTBEHU MPOAYKTH, chabpxammu b2AJIJ], He
ce IMpenopbyBa MOpPaAM BB3MOKHHUTE CTPAHMYHU JEUCTBUS, JUIICaTa Ha JIOKa3aTeJCTBa 3a
e(eKTUBHOCT U PUCKa OT pa3BUTHE HA TaXU(PUIaKCHUs.
B2A1J] 3nauntenno nmomodpssar ®EO1, nucnHesTa, KAUeCTBOTO HA KUBOT, HAMAJISIBAT YeCTOTaTa
Ha eK3alepbanunTe, Ho He MOBIUSABAT Ha CKOPOCTTA Ha CHUYKaBaHE HA
OenoapoOHaTa GyHKIUS U cMbpTHOCTTA. Salmeterol monmkaBa yectoTara Ha XOCHUTAIM3AIUUTE.
Indacaterol, Vilanterol u Olodaterol ca 32-aroructu ¢ 24 4acoBo
JeCcTBHE, €AHOKpAaTEeH MpueM, ¢ Jo00Bbp e(heKT BbpPXY IUCIHEsTa, 3APABOCIOBHOTO CHCTOSHHE,
YyecToTara Ha ek3arepoanuute, ¢ 100bp npodu Ha 6e3onacHOCT. bpoHX0oAMIaTaTOPHHUST
eeKT € 3HaYMTEeIHO Mo-ehekTuBeH B cpaBHeHue ¢ Formoterol u Salmeterol, u mogo6eH Ha TO3H, Ha
Tiotropium.
[Ipeno3upanero ¢ B2-aroHrCTH MOXKE Ja TOBEAE 10 CHHYCOBAa TaxXUKapAus, TPEMOpP, OCOOEHO MpH
MO-Bb3PACTHU TMALIMEHTH, PSIAKO XWIOKaTueMus (IpU €THOBPEMEHHO NpHEMaHe C THA3UIHU
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JTUYPETHULIN).

AHTHXOJTUHEPTUIH

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

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

bromide, Umeclidinium bromide, Aclidinium bromide

AHTUXOTUHEPTUIUTE OJOKHPAT AlETHIXOIUHOBHS €PEKT HAa MYCKApUHOBUTE PEIENTOPH, KAaTo
MPOMEHST TMPEIaBaHETO HA HEPBHUTE UMIIYJIICH B TPETaHTIHMOHAPHUTE BPB3KH. Tiotropium
nposiBsiBa (hapMaKko-KMHETUYHA CEIIEKTUBHOCT Mo oTHoIIeHue Ha M1 u M3 penenropute. Cpennata
IpOABDKUTENHOCT Ha paeiictBuero 3a Acclidinium moctura go 12 waca, a 3a Tiotropium,
Umeclidinium u Glycopyrronium nocrturar mo 24 4aca. Tiotropium HamansBa ek3auepOanuuTe u
CBBpP3aHUTE C TAX XOCIHUTAIMU3ALUHU, MONO0psiBA CUMITOMATHKATa M OOLIOTO 3JIPaBOCIOBHO
CBCTOSTHUE, TOTIPUHACS 32 €PEKTUBHOCTTA Ha
OenoapoOHaTa pexaOWIUTAlMs, HO HE OKa3Ba BIIMSHUE BBPXY CKOPOCTTa Ha CHIDKAaBaHE Ha
oemonpoOHaTa PYHKIHS U PUCKA OT ChPACYHO-CHI0BO 3a0omsiBane. Aclidinium,
Glucopyrronium u Umeclidinium ca ¢ mooOHU XapaKTePUCTUKH. AHTUXOJIMHEPTUIIUTE Ca C
no0bp mpodua Ha Oe30MacHOCT, HHCKa abcopOIms, KOSTO HamallsgiBa MpOsBaTa Ha CHUCTEMHUTE
edexTn. Haii-uecture cTpaHndyHu epeKkTH ca cyxoTa W/WJIM METaleH BKyc B ycrara. M30srBar ce
MIPY MAIMEHTH C TJIAYKOMa U TPOCTaTHA XUTIEPILIa3usl.
B2AJJ] n AXJIJI ca mpeanoyuTaHu B CPaBHEHHE C KPAaTKOJEWCTBAILUTE JIEKAPCTBEH MPOAYKT C
M3KJTFOYCHUE 32 TAIUCHTUTE C PSIKO M3SBSIBAII CE 3a/TyX.
[Tpu natmentute ¢ XOBb HavanHara Tepamnus MoKe J1a BKJIFOUBA €/IMH HIIU JIBa
IBITOJCHCTBAIN OpOHXOAMIIaATaTOPH. [Ipy MalMeHTH ¢ MepCUCTHPAII 3ayX JIEKYBaHU JJO MOMEHTA
C eMH OpOHXOAUTIATATOP, TPsIOBA a ObAE BKIIOUYEH BTOPU TaKbB.

MeTHIKCAHTHHHI

Te neficTBaT KaTO HEceNeKTUBHU QochoarecTepasHu HHXUOUTOPH.

IIpu ynotpeGata Ha Theophylline e ycraHoBeHO mNojoOpsiBaHEe (QYHKLUATA HAa WHCIMpATOpHATa
Myckynarypa. KnmbpbHCa Ha IJIeKapCTBEH MpPOAYKT ce 3a0aBsi C HamnpeABaHEe Ha BB3pacTTa.
JoGaesineto Ha Theophylline kM Tepamnusta cbe Salmeterol Bomu 10 mo- 3HaunMo nogoOpsiBaHe Ha
Ha ®EO1 u 3amyxa, OTKOJIKOTO MOHOTepanus camo c¢be Salmeterol. Huckute no3u Ha Theophylline
HamajsBaT uYecToTaTa Ha eK3alepOaluure, HO HE TMOBHUILABAT IOCT-OpPOHXOIMIATATOPHUTE
(GYHKIMOHATHY TIOKa3aTeN . TOKCHYHOCTTA € J030-3aBUCHMA, C MajKa TepaneBTHYHA MIMPHHA, a
Hail-noObp edekT ce HabmoAaBa MpPH BHCOKU J103M, ONM3KM 10 TOKCHYHUTEe. Morar na ce
Ha0JIrI01aBaT MPUCTHIN OT APUTMUU, IPUTIAABIH THI ,,grand mal”, rmaBoOomnue, 60e3ChHUE U TaJICHE,
PEaKIMU C IPYTHU JEKAPCTBEH MPOAYKT (JUTUTAIIHUC).

KoMOnHMpaHu j1eKapCTBEHH NPOAYKTH
e KOMOWHHpAHU IBITO JAeWcTBaIly B2-arOHUCTH C IBITO ASHCTBAIA AHTUXOIUHEPTHUIIH:
Glycopyrronium / Indacaterol, Umeclidinium/Vilanterol, Tiotropium/Olodaterol,
Aclidinium/Formoterol, Glycopyrronium/Formoterol
e KOMOWHHMpAHU IBITO JeicTBamy [B2-aTOHUCTH C WHXAIATOPHU KOPTUKOCTEPOUAU —
Budesonide/ Formoterol, Fluticasone propionate/Salmeterol, Fluticasone furoate/
Vilanterol, Beclomethasone dipropionate/Formoterol, Fluticasone
propionate/formoterol, Mometasone/Formoterol
PenoBuust mpueM Ha KOMOMHHMpPAHUTE JIEKAPCTBEH MPOJYKT, ChABPXKALIM HHXAJIATOPHU
KOPTUKOCTEPOUAM, BOIM JIO TMOA0OpsiBAaHE HA CHMIITOMAaTHKaTa, OenogpoOHaTa (yHKIWMS,
KauyeCTBOTO Ha KMBOT U HaMaJIsiBa 4ecToTara Ha ek3anepOaruure npu namueHtd ¢ FEV1< 60% ot
IIpeIBUJIEHaTa CTOMHOCT, HO HE IOBJIMSABA CMBPTHOCTTA U CKOpPOCTTa Ha cHMXkaBaHe Ha FEV1 B
abarocpodeH acnekT. [IpuemsbT Ha UKC Boau 110 MOBUIIIEH PUCK OT pa3BUTHE HA MHEBMOHKMM. Hsama
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KaTerOpUHU JIAaHHU 32 HETaTUBHO BJIMSIHUE BBPXY KOCTHATA MIBTHOCT.
[Tpoabmxutennata Mmonotrepanus ¢ ICS (MHXanaTOpHU KOPTUKOCTEPOUIN) HE C€ IPENopbhYBa.

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

dapmakonorndeH eexT, KoiTo mposiBsBar. [IpoyuBaHusi OT MOCIEAHUTE TOJUHU Ca MMOKA3aJd, 4
OposT Ha eo3uHO(DHUINTE B KpBBTa (MpueTa e rpanuia ot > 300 kietku/pl) € mpenukTuBeH (hakTop
3a epexra Ha UKC B mocoka HamamnsiBaHe Ha eK3alnepoanuunre.

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

TpoitHata komOuHamus momoOpsiBa OenoapoOHaTa (YHKIUS, CUMIOTOMUTE W TIPEIOTBpPATSABA
ex3anepoauunte. Edexkrure ca mo-oruetnuBu npu cumnromuu nanuentu, PEO1<50% u anamuesa
3a eK3alepoanuu.

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

He ca momxomsdmu 3a mpoabBDKUTENHO JjedeHue Ha mnamueHtutre ¢ XOBb, mopamm penuna
CTpaHHYHH e(PEeKTH MpH yrnoTpedaTa MM- CTEPOHIHA MHONATHA (KOSITO BKIIFOUBA MYCKYJIHA CIIaboCT,
MNOHWKEHH (DYHKIIMOHATHA BH3MOKHOCTH, AUXATEIIHA

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

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

[ToaTuckar BB3MAJCHUETO Ype3 MHXUOMpPAHE Ha pasrpaKIaHETO Ha WHTpALENyJapHUsS LUKINYEeH
aneHo3uH MoHodochar (HAM®P). EnHokpaTHUS [HEBEH MpHUEM OCUTYpsSBa HWHIAUPEKTHA
Oponxoaunatanus u nopodpses FEV1, HamansBa cpeqHO TEXKHUTE M TEXKKHUTE ek3alepOaluu.
@ /141 tpsabBa na ce komObunupar c nore eaun b2AJIJ[. Haii-uectute crpanndHu eeKkTH ca: 3aryoda
Ha afeTuT, rajieHe, KOpeMHU OOJIKM, AMapHsi, HapylIeHHs B ChHs, TJaBoOoiine, 3aryda Ha Terjo
(cpenHo 2 Kr mo BpeMe Ha MpOCIeNsBaHETO), KOUTO OOMKHOBEHO ca npexojaHu. Ha mamumeHTtu c
nenpecust ®J[4U1 ce mpeanucBar ¢ MOBUIIEHO BHUMaHWs, a KomMOuHarusata ¢ Theophylline ne e
yJlayHa.

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

JJonbJIHUTEIHHU JIEKAPCTBEH MPOAYKT

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

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

e  AHTHOMOTHIIN:
B nocneanu KIMHUYHY NPOYYBAHUS U MPOCIEASIBAHUS CE€ YCTAHUBSBA JIEKO
MOHWKaBaHEe B dYecToTara Ha ek3anepOamuure mpu mnanueHTd ¢ XOBB, kouto ce mpemuHamu
anTrOnOTHYHA TpodrakTuka. [IpoabIKUTENHOTO (€QHA TOAMHA) MpWIaraHe Ha a3UTPOMHUIIUH U
EPUTPOMUIIMH HaMaJIsIBa ek3arepoanuute. BerpockT 3a kKonoHu3amusaTa Ha manuetute ¢ XObb Bce
omie € JUCKyTaOWJIeH, HO TOpaau CTPAaHUYHUTE e(PEeKTH Ha AHTHUOMOTHIIMNTE U OINACHOCTTa OT
pa3BUTHE HAa PE3UCTEHTHU MHUKPOOPraHM3MHUTE, aHTUOMOTHYHATa MPO(UIAKTHKAa HE ce Mpuiara
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MacoBo.

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

ex3arepoanu.

e MykonuTuuu:
[Tomsa ot MykonUTHIIMTE (€pAOCTEHH, KapOOUUCTenH, N-alleTHIIMCTENH) OUXa UMaj MalueHTH C
OOWIHM, TPYOHO ofensauy ce Xpauku. lIpermopbuBa ce na ObaaT J00aBAHU MEPUOJUYHO KbM
TepanusTa, a He KaTo IOCTOSIHEH JIEKAPCTBEH MPOIYKT.

e lmyHOMOIynaTOpu/ UMyHOCTUMYJIATOPH
N3nonBanero Ha HMMyHOMOAyJaTOpu/ UMyHOCTHMYyJaTopu npu mnanueHtu ¢ XOBbb Bomu 1o
MOHIKAaBaHE HAa YECTOTaTa M TeXKECTTa Ha ek3anepobanuure. HeoOxoanmu ca
JOMBIHUTEITHHU MPOYYBAHUS 32 ABITOCPOUYHUTE €(EKTH OT Ta3U TEpaIlusl.

e [IpoTMBOKANINYHH:
Kamummara, xosto noHsikora e nmpurecHuteneH cumntoMm npu XOBb, nma 3naunrteneH 3amurTeH
epext. He ce mpemopwpuBa ymorpebaTta Ha NPOTUBOKANLIMYHHU JICKAPCTBEHH MPOAYKTH IPH
crabunna XOBbb.

e Bazoawnararopu:
[loBUIIEHOTO HHTpamyJIMOHANIHO HansraHe npu nauueHTH ¢ XOBb, ce cBbp3a ¢ mo- joma
nporHoza. Xwumokcemusra Ha mnanueHtd ¢ XOBb ce Aabmku Ha HapyHIEHOTO CHOTHOLICHHE
BeHTHIANMs-iepdy3us. [Ipunaranero Ha NO xaTo BazoxuiaraTop, ou
3aIBIOOYNIIO XMIIOKCEMHUATA, 3alIOTO JOMBIHUTETHO HapyllaBa CHOTHONICHHETO BEHTHIIAIUS-
nepdy3us.

e Omnuaru:
[Toka3Hu ca 3a ne4eHue Ha TeXKKa AUCIHES, MPUIOKEHU OPAIHO WM napeHTepanHo. CTOM OTBOPEH
BBIIPOCHT JIaJI OMxa OMIJIM CHIO TOJIKOBA €(hEKTUBHU, TIPH MpUJIaraHe upe3 HeOyIru3aIusi.

OTtka3BaHe OT TIOTIOHOMYIIIEHETO

OTka3BaHe OT TIOTIOHOIYIIEHETO C€ SBABAa €Ha OT IbpPBUTE CTHIKHU mpu JedeHnero Ha XOBbb.
3aBUCHUMOCTTa KBbM TIOTIOH W TIOTIOHEBU WU3JCIUS € XPOHUYHO CHCTOSHHUE, KOETO H3HCKBA
HEMpeKbCHATa TepaIus JOKATO Ce MOCTUTHE MPOAbHKUTETHA UITH TpaitHa

abctuHeHtus. JlekapcTBEeHH TPOAYKTH OT IIbPBA JIMHHUS TP OTKa3BaHE OT TIOTIOHOITYIIICHE ca:
varenicline, bupropion SR, HUKOTMHOBM IBBKH, HHUKOTWUHOBU HWHXallepH, HAa3alHHU CIpPEHOBE U
JICTICHKH.

[Ipy nunca Ha KOHTpaWHIMKAIMU TPU TMAlMEHTa Ce MPEANKUCBa MOHE €IUH OT JIEKapCTBEHUTE
npoaykTr. KbM mporpamaTa 3a OTKa3BaHe OT TIOTIOHOITYIIEHETO MOXE Ja Ce JI0OaBH TOCCIICHHE
IpU TCHXOTEpaneBT WM COIMATHU TPYNH, 3a B3aUMOINOJKpENna TMpU OTKa3BaHE OT
TIOTIOHOITyIIeHeTo. [IporpamMure 3a OTKa3BaHE OT TIOTIOHOIYIICHETO OWXa OWJIM OT ToJi3a W 3a
HaMaJsIBAaHE HA YECTOTaTa M Ha HIKOM M3BBHHOETOApOOHM 00JIeCTH, PU KOUTO TIOTIOHOIYIIIEHETO
CBIIO € JJOKa3aHO KaTo PUCKOB (DaKTOP.

Besiogpodna pexaduauranus

benonpobHaTa pexabunuranus € KOMIJIEKCEH MHTEPBEHIIMOHAIEH ToaXxo ] pu jJeueHeTo Ha XOBbb,
KOSITO BKJIIOYBA, HO HE C€ OrpaHHYaBa /10 PU3NYECKO TPEHHpaHe, arlapaTHU METOJAU, oOydyeHue Ha
MAIMEeHTUTE U TOBeeHYecKa MpoMsHa. JlokazaHo e, 4e GenoapoOHaTa pexabumuTanus moaoopsBa
(G YHKIMOHATHUS KamauTeT 1 HamMalisBa

JUCITHESITa, OCBEH TOBA CHIKaBa OpOsi HA XOCTHUTATH3AIUUTE, OOTHHYHUS MPECTON M CKIIOHHOCTTA
KbM JIeTipecusi Tpu NalUeHTUTe, NOoJ00psiBa KAayecTBOTO Ha JKMBOT U TOBUIIABa Ha
npexkuBsiemocTTa (1,2). CnegoBarenHo 6emoapoOHaTa pexaOuauTanus € €UH OT Haii-

edekTUBHUTE He(hapMaKoJIOTUYHHU TTOAX0AH Npu jedueHne Ha XObb

XOBb e mporpecuBHa 00JECT, KOSATO TOCTEIIEHHO BJIONIABA 3JPAaBOCIOBHOTO CHCTOSHUE, KAaTO
CUMIITOMATHUKATAa U 4E€CTOTATa Ha eK3auepGauHHTe CC yBCJIMYaBa, KOCTO BOJAU U O IMOBUIICH PUCK
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or JsietaneH uszxoj. I[lanmatuBHUTE Tprku (B JoMa, B OOJHHUIIA WM XOCIHC) Ca Ba)XHA 4acT OT
SAJI0CTHUSA 1oaxo KbM nanuenture ¢ XObb, HO Te ca mo-TpyaHO AOCTHIIHU (CpaBHEHU C JOCThIA
710 TATMATUBHUTE TPHKH 33 TAIIMEHTHUTE ¢ 0eI00pOCH KapIIHOM).

Kuciaoponorepanus
[IpoabixuTenHus npueM Ha Kuciopod (> 15 yaca qHEBHO), IPU MAMEHTH C XPOHUYHA JUXaTeIHa
HegoctaryHocT (XH) Boau 10 moBuIilieHa MPEKUBSIEMOCT.
Kucnoponorepanusira e nokasana 3a naiueHTH, KOUTO ca C:
* Pa02 < 7.3 kPa (55 mmHg) wim Sa02 < 88%, ¢/ 6e3 xunepkamHusi, TOTBHP/ICHA BYKPATHO
Ipe3 UHTEepBaj OT 3 CEAMMUIIH.
* Pa02 mexny 7.3 kPa (55 mmHg) u 8.0 kPa (60 mmHg), wiu npu SaO2 88%, ako nMa qaHHM 32
6enoipoOHa XUIIEPTOHUS, OTOLH MO0 KPAWHUIIUTE MPHU 3aCTOMHA ChpEUHA
HEJOCTAThYHOCT WJIM MOJUIUTEMUS (XeMaToKput > 55%).

[IpenopbuBaHeTo Ha KucilopopoTepanus ce ©Oasupa Ha PaO2 win HUCKM CTOMHOCTH Ha
caTypaunusTa, KOUTO ca JABYKPATHO M3CIIEABAHU Ipe3 MHTepBal oT 3 ceamuuu. [Ipu manueHTH He
OTroBapsILIN HAa IOCOYEHUTE KPUTEPUH, HE CE€ IPETIOPHUYBA KUCIOPOJOTEpANHs B oM.

BHumarenHo TpsiOBa aa ce MpeLeHsaT U ChIIbTCTBAIMTE 3a00JIIBAHU U ChCTOSHUS, KOUTO BOZAT /10
HapyIlIeHa JOCTaBKa Ha KUCJIOpO/a B KIETKUTE (aHEMHUs, ChPACYHO-CHI0BO 33a00JIBaHE).

HenHBa3uBHA BEHTHJIALHUS

HeunBasunara Bentwiaanus (Non-invasive ventilation- NIV) ce usmonsBa Bce MO- 4YeCTO MPHU
nmanueHTd cbc crabunna wmHoro Ttexka XOBB. KomOunamumsra NIV u  mpombimkuTenHa
KUCIIOPOJIOTEpaITusl ca yAa4HH caMo MPH 9acT OT MAMCHTHTE, 0COOCHO Te3H, KOUTO MMAT U3pa3eHa
XHTIEPKAITHHS, KATO IMO00PsIBa MPEKMUBICMOCTTa, HO HE OKa3Ba

BJIMSIHHE Ha KauecTBOTO Ha *kuBOT. [Ipu manuentutre ¢ XOBB u o0cTpykTHBHA chHHa amHest (OCA)
ce moJ00psiBa MPEKUBSIEMOCTTa, paboTaTta Ha qUXaTellHATA MYCKyJaTypa, HaMalsiBa Ce€ PHUCKa OT
XOCITUTAIU3ANHI U HEOOXOIMMOCTTa OT 00eM-peayLUpAIH XUPYPTHUHH TIPOLICTYPH.

O6em-penyuupammu xupyprudnu npouenypu (Lung volume reducing surgery LVRS)
[Toxxoasiiy 3a Ta3u Mpoleaypa ca MauueHTH, KOUTO UMaT u3pa3eH eMpuseM, IpeAUMHO B TOPHUTE
71000BE M HUCHK JIBUTATEJICH KalaluTeT, BbIIPEKU OesoapoOHaTa

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

Besiogpo0dHa TpaHCcIUIAaHTALMS

He e mmupoko pasnpocTtpaneHa, mopajau Majlkus Opoi JOHOPU U BUCOKHUTE Pa3xoIH.

Haii-gectuTe yClI0XKHEHHUS ca OCTPO OTXBBHPIITHE HA TPAHCIUIAHTAHTA, OOJHTEpPUpAI] OPOHXHOIIHUT,
OTOPTIOHUCTUYHU MH(eKIuu. Kputepun 3a nanueHT noAX oIy 3a 0enoapoOHa TpaHCTUIaHTAIIHS
ca: BODE unnekc 7-10, 1 moHe €IWH OT CICTHHUTE -

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

IMoBenenue npu crabuiana XObb

B Ttabnuyen By ca mpeCTBEHN HAYAIHUTE CPEJICTBA HAa 300D 3a JieUueHue, CIiope]] TEKECTTa Ha
OoJiecrra:
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3ano4yBaHe Ha (bapmaKonorleo e4yeHue

22 ymepeHu ekaaLiepbaunm Mpyna C Mpyna D
mnm AXOO vnu
21 posena ao AXOA *
xocnuranusauus 62A0A + A ,'1“"
B2AA0 + UKC
0 unun 1 ymepeHa Mpyna A lpyna B
ek3auepbauusa
(6e3 na e posena oo BpoHxogunaTartop B2AA0 wnn AXOL
xocnuranusaums)

mMRC 0-1 CAT< 10

mMRC 2 2 CAT 2 10

* TMpu nspaseHun cumntomu, Hanp.CAT>20
** Mpu eoznHocunm B kpbBTa 2300 KNn./pl

Tabn.1 3amouBane Ha (apmakonornyHo neuenue. B2AKJI- B2- aronmcr ¢ KpaTKo AEHCTBHE,
B2AJI/1- B2- aronuct ¢ awaro aeiictBue; AXKJI- anTuxommHepruk ¢ kpatko aeicreue; AXJIJI-
aHTUXOJIMHEPTUK ¢ 1wiro aeiictBue; MKC- waxamatopen koptukoctepous; mMRC: modified
Medical Research Council dyspnea questionnaire; CAT™: COPD Assessment

Test™
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NMocnegBallo cpapmaxonoquHo ne4vyeHwue

1.MpoabnxkeTe NbpBOHAYaNHOTO NeyeHne, ako UMa afleKBaTeH OTrOBOp

2.AKo HAMa:
JTpeLeHeTe Koe npeobnagasa - 3aayxa Unu eksauepbauunTe. AKo ca Hanuue u AseTe,
HacoueTe ce KbM ek3auepbayuuTe

v[NocTageTe nauneHTa Ha MACTOTO B Tabnuuyata, cbOTEBETCTBALLO Ha HACTOSALLETO MY
nevyeHne U npoeepete MHOMKaUnnTe

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

neKysaiiTe Apyru Pocnymunact npy GuBLIK Nywaym

NpUYMHK 3a 3ayX OEO1<50% n
XPOHUYEH BPOHXUT

A3UTpOMULWH

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

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

Ta6a.2 TlocnenBamo ¢apmakonornyno Jjgedenue Bb2AJIJ[- B2- aronuct ¢ abaro jaeicTaue;
AXKJI- anTuxonuHepruk ¢ kpatko aercreue; AXJI/I- antuxonmuepruk ¢ aparo aevicreue; MKC-
MHXaJIATOPEH KOPTUKOCTEPOUI;
5. Jleuenue Ha XOBb ex3anepoanus
[TarueHTHT TPsIOBA 1@ ce OLIEHH JaJIU € OAXOAIN 32 aMOYyIaTOPHH UM OOJIHUYHO JIeUEHUeE.
Kpurepun 3a OONHMYHO JI€YEHHME: 3HAUUTENHO 3acCHJIBaHE HA OIUIAKBAaHUATA, OCOOEHO Ha
nucnHesta; Texkka ¢opma Ha XOBDB; mosBa Ha HOB cuMIITOM/OIJIaKkBaHe (IMaHO3a, MepudepHH
OTOLIM); Heycmex OT amOyJaTOpPHOTO JIEYeHHE; TEeKKU MpUIApYKaBallM 3a00JIIBaHUS; YECTH
ex3arepOaIyu; Bb3pacTeH MaIllueHT.
Kputepun 3a nedenne B MIHTEH3UBEH CEKTOP/OTIENIEHUE: TEXKKa JUCIHEs, HEMOBJIHsBAIA CE OT
IbPBOHAYAITHO Ha3HAYCHATA TepAIHs;, IPOMSHA B MEHTAITHUS cTaTyc (0OBpKBaHe, JeTaprus, KoMa);
nepcuctupama win 3aabibodaBama ce xumnokcemus (PaO2 < kPa, 40 mmHg) w/umm
TeXKa/BJoImIaBama ce pecrnuparopHa amuaoza (pH < 7.25) Bwmopeku KuciopomoTepanusita u
HEMHBAa3MBHATA  BEHTAJNAIMs; HEOOXOIAMMOCT OT HMHBAa3HMBHA MEXaHMYHA  BEHTUJIALUS;
XeMOJJMHAMHYHA HECTaOUITHOCT.
[ToBenenue npu TeKKa, HO He3acTpallaBalla >KUBOTa eK3aepoanus:

e OlleHKa Ha TEXXECTTa Ha CHMIITOMHUTE, KpbBHUTE ra30Be U peHTreHorpadckus oopas.

e [logaBane Ha KUCIOPOJ U HEKOJKOKPATHO MPOCIIEIBaHE HA KPbBHUTE ra30Be.

e Dbponxomunartanus: yBeluM4yaBaHe Jo03aTa M 4ectorata Ha mnpueM Ha b2AK/;
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komOuHupane Ha B2AKJ] ¢ AXK/I. 3non3BaHe Ha CICHCHPH.

e [Ipunarane Ha KOPTUKOCTEPOU/ (OPATHO WM IIEPEHTEPAITHO).

e JledyeHnue c aHTUOMOTHULIM, IPU HATMYUE HA HACIOXKEHA OaKkTepraiHa MHPEKLUS.

e [Ipunarane Ha HEeMHBa3MBHA MEXaHMYHA BEHTHJIALIUS.

e Jla ce cmensaT mpe3 LSUIOTO BpeMe: MpUEM Ha XpaHa U TEUHOCTH; IIpUJIaraHe Ha XermapuH
WM HHUCKOMOJIEKYJIEH XeNapHH; JIeKyBaHE Ha MpHUApYyKaBalla MaToJIOTUsi- ChbpJcUHA
HEJO0CTaThbUHOCT, APUTMUS; HAOJII0ICHNE Ha MallMeHTa.

IV. IPABUJIA 3A T1OBPA KNIMHUYHA ITPAKTUKA
TP XPOHUYHU 'HOMHU BOJIECTH HA BEJIUA APOB (CSLD) M
BPOHXHUEKTA3UU XPOHUYHU BOJIECTHU HA BEJIUA I1POBb
(empyema, lung abscess, bronchiectasis, and to a less often necrotizing pneumonia)

Muo3una mnanueHTd ¢ CSLD  ocraBaT HeEIMarHOCTULUPAHW U HEJIEKYyBaHW, pPHUCKyBar
IIPEXIEBPEMEHHO U YCKOPEHO yBpexkJ1aHe Ha O6enust 1po6. Ta3u MeTouKa npeacTaBs NpenopbKy 3a
nuarHocTrka W tepanuss Ha CSLD / Oponxumekrazum (HecBbp3aHu ¢ MykoBuciumosa, CF) mpu
BB3pacTHU B bbarapusi.

basupa ce Ha onuTa OT MO-paHO M3IMOJI3BAaHU HACOKU M JEPUHHUIMM B CBETOBHATa JIUTEpaTypa U
ocurypsiBa oOIl mperjen, HacOYeH KbM OCHOBHA W BTOPHUYHA TPHKAa U HE € IpeJHa3HaueH 3a
MHAUBUAYAIU3UPAHU CHIEHUANIU3UpaHu TIpuku. Kakro mpu BCUYKHM HACOKH, PBKOBOACTBOTO HE
3aMecTBa pazyMHaTa KIMHMYHA MpPELEeHKa, 0COOEHO KOraTo ce pasriex/aaT TakuBa (PEeHOTUIUYHO-
XEeTEePOreHHHU ChCTOSHUE KaTO OPOHXUEKTa3UUTE.

[IpenopbkuTe ce OCHOBaBaT Ha HAJIMYHUTE JoOKa3aTesicTBa. V3mon3BaHM ca NPUHLUIUTE Ha
OCHOBaHa Ha J0Ka3aTeJICTBA MEAULMHA M PEBU3UPAHUAT MOJIXOA KbM pa3pabOTBAHETO Ha HACOKU
(GRADE) 3a xaTeropusupane Ha MPEenoOpbKUTE B: CUITHA, cllada i 0e3 KOHKpPETHA MPEeropbhKa.

1. HEJN
1. IToBumaBane Ha ocBeoMeHocTTa 332 CSLD / GpoHXMEKTa3uu MpH Jiela U Bb3PacTHH;
2. IloompsiBaHe Ha MMO-paHHA M MO100peHa AuarHocTuka u KoHTposi Ha CSLD / 6poHnxuekrazuu;
3. IlpeacraBeTe akTyaau3upaHa HACOKa, CBbP3aHa ChC CTpaHaTa HH;
4. HamansiBaHe Ha CHMIITOMMTE ITPU THOWHUTE OOJIECTH U MPEAOTBpaTsIBaHE HA eK3alepOaluuTe;

2. KOHTEKCT (ITPEAUCTOPHS) HA CSLD

Mma ockbJHM JaHHU 32 yecToTara u pasnpocrpanenueto Ha CSLD. Hackopo myOnuKyBaHu TaHHU
3a ToJMIIHA XOCHHUTANU3alus Ha OpOHXWUTEKTa3u B bbirapus kaTo OCHOBHA JMarHo3a IMOKa3BaT
nosuiienne mMexay 2000 u 2018 (cvorBetHo 14 mo 21 wa 100 000 macenenme). HapacrBamata
TEHJICHIIUSI € CBETOBEH (PEHOMEH, KaTO HSAKOU Abp:KaBH ChOOLIaBaT 32 CMBPTHHU Cllydyau JOPH B
JIETCKa BB3pacT U HapacTBaLIOTO NOCKBIIBAaHE HA NKOHOMUYECKHUTE pa3xonau. [locneqnure nanuum 3a
Bb3pacTHa XOCHHUTAJM3UpaHa KOXOpTa OT cTpaHara cboOmasar, ye 34.2% oT KoxopraTa ca
nounHanu (mpe3 cneaamure 5-10 roguHN) Ha cpeaHa Bb3pacT 42.5 TOUHMU.

bponxuekrtasure moraT na ObJaT HENMPaBWIHO JUArHOCTUIMPAHU 3a€AHO C JPYTHM XPOHUYHU
pecriupatopHu 3aboisBaHusd. [Ipy HacTOSIIMTE NPOTHO3M CE€ YBEIMYaBa CMBPTHOCTTA IpU
XpoHH4Ha 00cTpykTUBHA OenoapodbHa Oonect (XOBB) u 6ponxuekrasuu (koeUIUEHT Ha PUCK =
2.54). Ot 29 no 50% ot xopara ¢ XObb u 1o 40% OT HOBOIOCTBIUJIUTE MALUEHTH C TPYIHO
KOHTpOJIMpyeMa acTMa M XpOHMYHAa KalUIdla HuMaT OpoHXHMEKTa3u. BeposTHO € MHOro ot
XPOHUYHUTE PECIIUPATOPHU CUMIOTOMH, Abjkamu ce Ha CSLD, na ocraHar HeAUarHOCTULIMPAHHU.
Cpiio Taka, YCIOXKHEHHMSTAa U CHI'BTCTBAILUTE 3a00JIIBaHUSA, CBbpP3aHU C OpPOHXHEKTa3HTEe, Cce
MPOCTUPAT OTBB]] TUXATEIHATa CUCTEMA M BKIIIOYBAT KApAUO-H MCUXOJIOTUYHU €(PEKTH.
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3. OIMTPEJAEJIEHUSA U TEXHUTE O'PAHUYEHUSA

Hedbununuure Ha CSLD/OpoHXHeKTa3un - emiieMa, 0eoapoOHus adciiec 1 OpOHXHEKTAa3HHUTE ca
MPU3HATH KIMHUYHYU €IMHULIN, CBBP3aHH ¢ THOWHM cekpeTu. CHMITOMHTE U / WM MPU3HALIUTE TIPH
OpOHXHMEKTa3HHUTEe BKIIOYBAT peryauBupama (> 3 enu30/a) BIaKHA WIM MPOJYKTUBHA KallIUIa,
BCAKA C TPOABIDKHTEITHOCT > 4 CeIMHUIIU, CbC WIH 0€3 JPYrd XapaKTCPUCTUKU, BKIIOYUTEITHO
JMCITHES TIPY HaTOBAapBaHE, CAMIITOMU Ha CBPBbXYYBCTBHTEITHOCT HA IUXATCITHUTE

IBTHINE, PEIUIUBUPAIIN WHOEKIIMA HA JOJHUTE NAUXATCIHU MBTHUINA (BKIIOYUTEIHO THEBMOHHS),
OapaGaHHM TpPbCTH, XUNEpUHPIANMsI u Jgepopmanus Ha TrpbaHarta creHa. J[uarHosara
OpOHXHMEKTa3uM C€ OMpeAesiesl KaTo XPOHUYHO PECIIUPaTOpHO 3a00JsIBaHE, XapaKTePU3UPALIO Ce C
KIMHAYEH CHHIIPOM Ha KallUIWIA, XPayKh U OpOHXHATHA WHPEKIHS, PEHTTCHOJOTHYHO aHOpMalTHa
U TIOCTOSTHHA/HeoOpaTMa nunataius Ha Oponxute. OCHOBABa ce JI0 rojisiMa CTENEeH Ha JaHHUTE OT
CKaHHMpaHe Ha Oenmus apod mpu BucokoedekTrBHA KommioThpHa ToMorpadus (HRCT). Ilenra e
nono0psiBaHE Ha KAadyeCTBOTO Ha JKUBOT M CIMpPaHE HA PAa3BUTHETO Ha 3a00JIIBaHETO, KaTo ce
pelnynupa Kanuiiia, poru3BOICTBO HA XPAayKH, 3a]lyX, yMOparTa, XeMOIITH3aTa, TPbIHAaTa OOJIKa.

Ilpenopvka-1
e la. bpoHXHeKTa3uuTe ca KIMHWYEH CHHAPOM ChC CUMNTOMH M / wim mpusHamm oT Kape-1 u
HAJIMYME HAa XapaKTepHH PEHTTEHOrpPa(CKU XapaKTEpUCTHKU OT KOMIIOTbpHA ToMorpadusi c
BUCOKa pe3oJronus Ha rpbaaus kou (c-HRCT).
¢ 16. CSLD e kmuHUYEH CHHIPOM ChC CUMIITOMH U / WK MpU3HaLU, ouepTanu B Kape-1, Ho kouto
HsMaT oOpa3HaTa AuarHo3a Ha OpOHXHMEKTa3HH.
Kape-1
[ToBTapsimm ce (> 3) enu3o/a ¢ BIaKHA WK MPOIYKTUBHA KAIUIUIIA, BCSIKA C IPOIBIHKUTEIIHOCT
> 4 cenMuy, ¢ uiu 0e3 APyru XapakTepPUCTUKH, HAIIP. IUCIHEs ¢ HATOBapBaHe.
e CUMIITOMH Ha XUIIEp YyBCTBUTEIHOCT Ha IUXAaTETHUTE ITbTHUILA,
e MIOBTapALIM ce MH(peKuuu Ha 6enus 1poo,
e OapabaHHU PBHCTH,
* CBPBX pa3llyBaHe Ha Oenus Apo6 uiam aegopmanus Ha rpbAHaTa CTEHA.

CTEIIEH-cniaHa
4. U3CJIEJABAHUSI HA MAIUEHT C CSLD / BPOHXUEKTA3UN

Paamnojorus
> W3BbpiuiBaHe Ha 6a30Ba peHTreHorpadus Ha TPbAHUS KOUI ITPH MAalUEeHTH cbe cbMHeHue 3a CSLD
/ OPOHXHEKTa3UH.
> W3BbplIBaHE HA KOMIIOThpPHA ToMorpadus ¢ ThHBK yuacTbk ckanupane (CT), 3a ga ce moTBbpau
JrarHo3ara OpOHXMEKTa3nu, KOraTo ce mperoara KITMHUYHO.
> l3pbpiiBane Ha 0a30BO M3CIIE/IBAHE 110 BpeME Ha KIIMHUYHO JICUCHHUE U CTa0MITHO 3a00JsBaHe, Thi
KaTo TOBA € ONTUMAJIHO 3a AUATHOCTHUKA U CEPUIMHO CPAaBHEHUE.

3naren crangapt ocrasa auarHoctuueH c-HRCT. Bwvnpeku ToBa, ¢c-HRCT, pexoncrpyupan ot
myntu- aerektopHo (MDCT) ckanupane, € 3HaYUTETHO MO-YYBCTBUTENIEH OT KOHBEHIIMOHATIHUS C-
HRCT.

Ilpenopvka-2

e 2a. [lanmeHTH cbC CUMOTOMHU W / WM MPHU3HAIM, MpeArnojarany OpOHXUEKTa3uu, U3UCKBAT C-
HRCT 3a noTBeprkIaBaHe Ha JUArHO3aTa U 3a OLIEHKA HA TEKECTTa U CTENIEHTAa Ha OPOHXUEKTa3HH.

¢ 2b. MDCT ckanupane ¢ HRCT pekoHCTpyKIus € MpeArnovyrnTaHaTa TeXHUKA 32 JUATHOCTUIIMPAHE
Ha OpOHXMEKTa3UH.

CTEIIEH -cuana; /loka3aTencTBo - YMepeHO

32



ETnosnorus
Omnwucanu ca peauna NpuIMHHN U cBbp3anu (akropu 3a CSLD / 6ponxoekrasuu:
e Bpoaenu npuunnu (Harp. Monier-Kuhn, cuaapom Ha Young);
e XOBbb / nymene;
e MykouunuapHa AucQyHKIUs (Hamp. IbpBUYHA LIUJIHAPHA JUCKUHE3U);
e MyKkoBHCLIN1033;
o VImyHeH nepuiuT (I'bpBUYEH WM BTOPUYEH, HAIp. XUIIOraMarioOyInHeMus,
TpaHCIUIAHTAIMs Ha 05T IpoO U KOCTEH MO3BK, 3JI0KauecTBeHO 3abomsiBane, HIV / CITNH);
o [IynmonapHa ¢pubpo3a 1 MHEBMOKOHNO03a (HAIP. CUJIMKO03a) - IPUYUHSABA TPAKIIMOHHU
OpOHXHMEKTA3HH;
[Toct 06cTpyKTHBEH (HATPUMED UYKIO TAJIO);
[Mocr-napexumno3nu (Hanp. TyOepKyI03a, aleHOBUPYC, PEIHINBUPAIIA THEBMOHUS);
[leproanuna acnupanus Ha MalbK 00eM (OT CEeKpelys Ha TOPHUTE TUXATEIHH MBTUINA UIH
CTOMAIIIHO ChAbPKAHUE);
CucreMHu BB3NANUTETHH 3a00siBaHus (Harp. PeBMaTtonieH apTpuT, capkonio3a).

Wnentuduimpanero Ha NpUYMHATA U TEKECTTa Ha 3a00JIIBAHETO MOXKE J1a MOBJIHUSE HA KOHTPOJIa U
WHTEH3WBHOCTTA Ha jiedeHueTo. [IpenmoppuBar ce u3cieaqBanus 3a cnenudpuanu npuanau 3a CSLD /
OpOHXMEKTa3uH, BBIPEKHU Y€ MHOIO TMAlKWEHTH HAMAT HJICHTU(PUIUpPAHA  ETHOJIOTHA.
Bponxockonusita 0OMKHOBEHO € MOKa3aHa MPU TPYAHO OTXPAauBaHE U JIOKAJTU3UPAHO 3a00JIsIBaHE.
Karo ce ummar npeaBua mocienuuurte OT OpoHXueKTazuTe 3a KoHTpona Ha xopa ¢ XObb, e
BKJIFOYEHA HOBA MPETOPbHKA.

Ilpenopvka-3

Ha ce nomuciu 3a c-HRCT npu Be3pactHu ¢ XOBb u >3 ex3auepOaryy rouirHo, MHOTO TEXKO
3abonaBane (FEV1, <30% oT mpenBUIEHUTO WJIM M3UCKBAILM JOMAIHA KHCIOPOAOTEpaIns) Uiu
YUATO Xpadka ChIbpXKAa OpPraHu3MH, KOMTO ca HetunuuHu 3a XOBb wunm HeTyOepKyno3HH
mukobaktepun (NTM).

CTEIIEH - Hucka; Jloka3aTeJICTBO-HMCKO

Texecr

B nombiaHeHWe KbM PYTMHHHTE KIMHUYHU JaHHW (KalUIMIA, XpadkKH, CTENeH Ha 00OCTpsHE,
Onaromnosydue M Jip.) U paJMalMOHHA OIIEHKA, OOEKTHBHU TECTOBE NMPENOCTaBAT MHMOpMAIMs 3a
TEXEeCTTa Ha 3a00JIIBaHETO U MPOTHO3ATA.

Besonpo6na gpynkuus: Benpeku ue cnupoMeTpusiTa € KI1acu4ecku 00CTpYKTHBHA, c€ IPU3HaBa U
pecTpuKkTUBEeH Monel. Mi3mepBaHusaTa Ha ciupoMeTpusiTa U obema Ha O6enute 1poOoBe TpsiOBa 1a ce
OLIEHSBAT MPU JTMarHo3a U CIMPOMETPHUS, U3BbPILEHA PU BCEKU Mperjell, BbIPEKH ye Te Morat Ja
ObIaT OTHOCHTEIHO HEUYBCTBUTEIHW TpU JIEKH 3a0oisBaHus. MoOKe 1a HACTBIIH YCKOPEHO
BJIOIIaBaHE Ha OenojpoOHaTa GyHKUUSA. AKO CepHiHUTE M3MepBaHUS Ha OenoapoOHaTa (QyHKIHS
MOKa3BaT MPOrpecHus Ha 3a00JSIBAHETO, C€ MPEITOPhUBa MPEOIICHKA Ha TepanusiTa. [Ipu Be3pacTHH C
YMEPEHO TeXKa OPOHXHEKTa3Us PUCKBT OT CMBPTHOCT € CBBbP3aH ChC CTEMEHTA Ha YBpEXJIaHEe Ha
oenoapoOHaTa (yHKIUA. [[pyru OIEHKH, BKIIOYHUTETHO CJOXKHa OemonpoOHa GyHKIMS U 6-
MUHYTHH TECTOBE 3a XOJE€HE, IMOHSKOra ce€ H3IO0J3BaT 3a ONpeaeisHe Ha (DYHKIMOHAIHO
YBpEXKIaHE.

Muxkpoouogaorusi: MuxkpoOHOJOTHYHOTO H3CJIEABAaHE Ha JUXATEIHUTE IbTUINA IoMara 3a
antuOmornuHara Ttepanus npu CSLD / OpoHXmeKkTasuw, OCOOCHO aKO HMa BJIOIIABAHE WIIH
HeaJleKBaTeH OTrOBOp Ha TeKymoTo JedeHue. [Ipu Bwv3pacTHuUTEe mpeobnanaBatr Pseudomonas
aeruginosa (Pa) n nerunusupanu Haemophilus influenzae (NTHi). Okomno 25-45% ot npobute ot
IUXaTETHUTE MBTUIA HE MOKa3BaT Pa3BUTHE Ha MaTtoreHHu Oaktepuu. TwHi Karo 3a00IIBaHETO
nmporpecupa, MUKpoOHo3aTa ce MPOMEHs, 4YeCTo ¢ MosiBa Ha Pa mpu mo-HampenHano 3a0oisBaHe U
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NPOTHO3UpAaHE Ha IMo-jioma nporuosza. Bumoere Aspergillus u nontuberculous mycobacteria
(NTM) ce oTKpHUBAaT Ipu HIAKOU BB3PACTHU C OPOHXMEKTA3MH, BBIPEKH Y€ TAXHATA TATOTCHHA PO
e HecurypHa. Berpeku ToBa, HTM e 3amecen B ek3auepOaiyu 1 BiIOIIaBaHe Ha OemuTe ApoOoBe.
HoBu ca nuarHocTH4HMTE M KIacH(HUKAIMOHHU HACOKHM 32 aCHEKTHUTE, CBBP3aHU C aclepruiosa.
MonexkyIsipHUTe M CEKBEHUpALIH Oa3upaH W3CIEABaHMS ca Mokasaiu uzobmnuero (10 83%) Ha
aHaepoOHM OaKTepUH M CIOXKHOCTTa Ha OesopoOHaTa MUKpOOHOMa, HO KIMHUYHUTE TTOCIIEICTBUS
oCTaBaT HECHTYpHH. B CBIIOTO Bpeme MpH BB3pacTHU 4HOBEWIKUAT T-kierhuyeH uMboTpoduyeH
Bupyc (HTLV) -1 ce cBbp3Ba C MOBHIIEH PUCK OT Pa3BUTHE HA OPOHXUEKTa3WHW W C TO-JIOII
pesyJrar.

Jpyru tecroBe: benoapoOHa aprepuanHa XUNEpTOHUS YCIOKHIBA TKKUTE OpoHXxuekTaszuu. [lpu
HanpeaHaio 3abogBaHe, XPOHUYHATA MJIM HOIHA XMIIOKCEMMs ca YECTO CPELIaHU M IpU U30paHH
MAlUEHTH C€ U3MCKBA KPbBHO-TA30B aHAIM3 OT apTepHaliHa KPbB, €XOKapAHOrpaMa U KUCIOPOJHA
OLICHKA.

Ilpenopvka-4

[Ipoy4yBaHeTo Ha MO-HATATHIIHA MCTOPHUS 33 KOHKPETHW OCHOBHH TPUYMHU MOXKE J1a ONPEACIH

MOCJIeIBAIIO KIIMHUYHO-TUATHOCTUYHO ThPCeHE U KOHTPOI1. McTopusra TpsiOBa 1a BKIIIOYBA!

e AHaMHe3a, TpeAnonarama KacTo3Ha ¢uopo3a (damuiaHa aHaMHe3a, MAHKPEATHT, XPOHHYHH
CTOMAIITHO-YPEBHU CUMIITOMH, MBKKO O€3III0/1e);

e OCHOBEH WMyHEH Je(QHUIUT WIM IUIMApHA JUCKUHE3Ws (TIOBTapsllM C€ CHHY3UTH,
EKCTpanyJIMOHAITHU MH(MEKIINHU, BKIFOYUTEITHO U3MUCBAHE HA YIIUTE M TEXKBK JIEPMATUT U MBKKO
oe3ruoaue);

e [ToBrapsinia ce acnmpanus (Kaluivia W / WiIK 3aJaBsHE ¢ XpaHa / XpaHa, clieq OapuarpuyHa
XUPYPrusi, MOXe J1a ObJie OKYJITHA);

» BaumiBane Ha 9yK0 TSUIO;

CTEINEH-cunna; Jloka3aTeJicTBO-YMepeHO

Ilpenopvka-5

CrpaBka WM U3BBPILIBAHE HA OCHOBHU U3CIIEIBAHMS:

Munumannume pascireosanus ca:

e [Ib11Ha KpbBHA KapTHHA U OCHOBHM UMYHOTJI00YIHHOBH KiacoBe G, A, M, E;

e Tecr 3a u3norsiBane npu U30paHu Bb3pacTHH;

o KynTuBHpaHe Ha CEKpelMM Ha TUXaTEJHUTE MbTHUILA, BKIOYUTEIHO CIEHUAIN3UPaHN KYITYypH 3a
MukobOakTepun, ocooeno NTM mnpu nanueHTH, OTAETSIIN XPAuKHy;

e Cnupometpust u 06eM Ha Oenure 1poOoBe;

e Cepouorus 3a Aspergillus;

Honvanumennu uzcne08anus:

o I3puman (hpakIMOHEH Ha3aJeH a30TE€H OKCHJ], YeTKOBA OWOIICHS 3a M3CIICABAHE Ha MOJUBKHOCT
Ha Ha3aJHM [MJIMApHU KJIETKM M / WIM TEHeTUYHO M3CJe[BaHE 3a IbpBHYHA LMWJIMApHA
TICKHHE3HS;

e II3nMTBaHe HA MOT U / WJIM YABIDKEHO TecTBaHe Ha MyTanu Ha reHa CFTR (Bb3pacTHH Ha Bb3pacT
<50 romuHW WJIM TP TaKWBa C €MU30M Ha IMMAaHKPEAaTUT, OOCTPYKIMsS HAa UYepBara, TOIIMHHA
OpoCTpalyst ¥ pU  TMAlMeHTH  CbC  CHI'BTCTBAIIO  YEepHOAPOOHO  3abossgBaHe WM
MBXKO Oe31ioame)

e BpoHXOCKOIUSI TpH CBbMHEHH 3a UYXAM Tela, AHOMAJWM Ha JUXaTEJHUTE WbTUIIA H
HEOOXOAUMOCT OT TpoOM 3a MHUKPOOMOJOTMYHO W3CJIeIBAaHE Ha PECIHUPATOPHU IaTOTCHH,
BKJTIOYMTEITHO MUKOOAKTEPHH;

» Onenka 3a acniuparus (ITbpBUYHA UM BTOPUYHA);

o JIOBIHUTEIIHU UMYHOJIOTUYHU TeCTOBE ((DYHKIIMOHAIHU TECTOBE 32 HEYTPOQHIN U MOATPYIH Ha
mumbonuty, noakiacose IgG, peakiuy Ha aHTUTeNa KbM BaKCHHU);
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» XVB, Human T-lymphotropic virus type 1 (HTLV-1);
» Exokapanorpama, 0co0€HO KOraro uMa cbMHEHHE 3a 0e101podHa XUNIEPTOHUS;
CTEINEH-cunna; Jloka3aTesICTBO - Y MepeHO

Ilpenopvka-6

[ToTepceTe AONMBIHUTEIHA HMCTOPHS, 3a Ja OINPEACIUTE MapKepu 3a TEKECT, Bb3JICHCTBHE Ha
3a00JIIBaHETO, CHI'BTCTBALM 3a00JsBaHUS U MoAuduIpyemMu puckoBu ¢akropu. Hcropusita
TpsiOBa J1a BKIIIOYBA: YECTOTA HA €K3alepOaluy W XOCHUTAIU3AIMK, CTENCH Ha OrpaHHyYaBaHe Ha
YCUJIMETO, U3JaraHe Ha TIOTIOHEB UM M JPYTH 3aMbPCUTENH, HCTOpUS HA JIETCTBOTO H
xunuiie. CTEIIEH - cuina; /loka3aTesicTBo - HUCKA

KonTpoa

PanHOTO M e(eKTUBHO MpOCIIeAsIBaHEe HaMAJIIBa KPATKOCPOYHATA M IBJITOCPOYHATA 3200JI€BaEMOCT.
[Ipu moaxondauio yneyeHue, 6enoapoOHaTa OONECT, YCIOKHSABAIA MBPBUYHUS UMYHOACPUIIUT, HE
TpsOBa na ce Biomana. [lo-rosiMara MpOABKUTETHOCT HAa XPOHUYHA MPOAYKTHBHA KAlUIHIIA €
CBBbp3aHa ¢ mo-joia QyHKIHsI Ha Oenus qpoo.

Ilpenopvka-T1

Ilenra e na ce onTmMm3Upa OOMIOTO OJIATOCHCTOSIHHE, KOHTPOJIA HA CHMIITOMHTE, OeloapoOHaTa
¢byHknus, kadectBoTo Ha MBOT (QoL) m ga ce Hamanmu dYecrorata Ha OOOCTpSHE W Ja ce
MpeJOTBpPaTH NPEKOMEPHOTO HamalsiBaHe Ha OenoapoOHaTa ¢(yHkms. ToBa MoOXe Ja HM3HCKBa
WHTCH3MBHA MEIUITUHCKA TEPAITHUSI.

CTEIEH-cunna; Jloka3aTe/iCTBO-BUCOKA

OobocTpsinus

Ex3anepOanuure Biomasar Qol, yBenuuaBaT pa3Mepa Ha JUXATEIHUTE MBTUINA U CUCTEMHOTO
BB3MAJIEHUE, BOJAT /[0 XOCHUTAIW3allMsg W ca HE3aBUCUM NPEIUKTOp 3a HaMajsBaHE Ha
6enoapoOHaTa ¢(yHkius. CUMOTOMUTE BKJIOYBAT > 72 4Yaca yCWJIEHA KallIUIA, NPOMsHA B
Xxpaukute (00eM, BHCKO3MTET, THOMHOCT), 3alyX, XEMONTH3a M / WIM KOHCTUTYLIMOHHO
Pa3CTpONCTBO (HEPa3IOIOKEHHUE, YMOPA).

Ilpenopvka-8

Pa3paboTBaHe Ha MUIaHOBE 3a JIEYEHHE Ha eK3alepOaly 3a BCEKH NAIMEeHT, CBBbP3BAIIM TH C
I'BPBUYHU 3[PAaBHU TPIKU M CHEIMAIM3UPAHU WIM OOJHUYHM ChOpbkeHHa. KoraTo e ymecTHo,
TOBA BKJIIOYBA MHIMBHIyaJIM3UPAHU M CAaMOCTOSITEIIHU IIJIaHOBE 32 JIEHCTBHE 3a yIpaBlIEHUE.
CTEINEH-cunna; Jloka3aTeICTBO - HUCKA

3. TEPAIIUSA - AHTUBUOTHULIN

Bucokure OakTepuaniHM HATOBapBaHWs B JAMXAaTeIHUTE MObTUlla Ha mnamueHtu ¢ CSLD /
OpOHXHMEKTa3UM ca CBbP3aHH C IMOBHIIEHH PECIUPATOPHU CHUMIITOMH, MO-YECTH OOOCTPSHUS H
MOBUIIIEHH MapKepH Ha Bb3nasneHue. CienoBaTesiHO, aHTUOMOTUYHATA Teparus 3a HaMajsBaHEe Ha
0aKTepHaIHOTO HATOBAapBaHE MMa IIEHTpaliHa YIPABJICHCKA POJIS.

1.Ilpu octpute o0OOCTpsiHUS, B 3aBUCUMOCT OT TE€XKECTTa, II'bPBOHAYAJIHO CE€ OINMTBAT
KPaTKOCPOYHUTE MEPOPATHU aHTHOMOTUIM M amOynaTopHuTe Tpuxku. [lo-TexkuTe enu3oau
M3HMCKBAaT MHTPABEHO3HW aHTUOMOTUIM, KOMOWHUpAaHM C HMHTEH3MBHAa (U3MOTEpanusi U Ipyru
METOJIM 3a M3YUCTBAHE HA JUXATEIHUTE IIBTHUINA, BKIIOUUTEIHO IyJBEPU3UPAHA Tepamusl.
Bprnpeku ye nuncBar coquaHN JOKa3aTeNcTBa, OOMKHOBEHO C€ IIPENopbyBa ABYCEIMUYEH KypcC Ha
aHTHOMOTHIM. OTrOBOPHT HA TEpaNuUsATa BKIIOYBA HaMalleH 00eM M THOMHOCT Ha XpayKUTe, KaKTO
U TOAOOpEeH XapakTep Ha Kanummara (BiaXKHa J0 CyXa WM CIUpaHEe Ha Kaluiuiara), o0Iio
6nmarocectosinue, QoL u Mapkepu Ha cuUCTeMHO Bb3nasieHHe (C-peakTHBEH MPOTEHH), MUKPOOHO
W3YUCTBAHE U BPBIIAHE KbM U3XOHOTO HUBO ChCTOSHHUE.

35



2. UzkopensaBane Ha Pseudomonas aeruginosa - XponumyHarta wuHpekuus c¢ Pa mpu
CSLD/6ponxuexkTa3uu € CBbp3aHa C HampeaHalo 3a0oyisiBaHE W BIIOIIABaHE HAa KIMHUYHUTE
pe3ynraTti. Majlko peTpoCEKTUBHO IIPOy4YBaHe choOIaBa, 4e Mpu MbPBOTO M30iMpane, [1a moxe
na ObJe JNUKBUIUPAHO C MHTPABEHO3HU aHTHUOMOTHUIIM, MOCJIEIBAHO OT 3-MecedHa IepopaiHa U
WHXAJIAMOHHA aHTH- [ICEBJJOMOHAIIHA aHTUOWMOTHYHA Tepamus. Jlokaro epagukamusita ¢
CBITBTCTBAHA OT HAMAJICHH CKOPOCTH Ha 00OCTpsiHE, ca HEOOXOAUMHU AOMBJIHUTEITHU IPOyYBaHUS,
3a J1a ce JEMOHCTpHpa HAKAKBA MPOABIDKUTEIHA KIMHUYHA 10J134.

3. IpArocpoyHo IMOTHUCKAHE - MeJITa Ha JABJIIOCPOYHATA MEpOpaJIHA WIM HWHXAJIAUOHHA
aHTUOMOTHYHA Tepamus € Ja ce HaMmaiau OaKTepUAIIHOTO HATOBApBAaHE M BBH3MAJICHUETO HA
JTUXATEeJIHUTE IIbTHILA, KOTaTO HE € Bb3MOKHO TPailHO YHMILIOKaBaHE HA MO-HUCKHU PECIIMPATOPHU
natoreHu. M3nuTaHus ¢ MpoIbIDKUTEHO MPUIIOKEHNE HA TIEpOpalicH OeTa-TaKkTaM U HHXAIUPaHH
aHTUOUOTHIIM J1aBaT MPOTUBOPEUMBU pE3YNTAaTH 3a KIMHUYHA [I0JI3a, KaTo Haii-moOpurte
JI0Ka3aTeJICTBA ca MPEAOCTaBEH!U 3a I0J13a OT PaHIOMHU3UPAHO KOHTpoiupaHo npoyuBane (PKU)
BbPXY MHXAJIATOPEH FeHTaMULIMH / aMukanuH. OOpaTHO, MOCIEAHUTE PaHIOMHU3UPAHHU, T1anedo-
KOHTPOJIUPAHU TPOYYBAHUSA HAa MaKpOJHAM B MPOABIDKEHHUE Ha 6-24 Mecera, MOKIaABAaHU OT
ex3anepbanunrte, ca HamaneHu ¢ 33- 64%, a B Hakou ciaydyan nogoOpeHa QoL u GenoapoOna
¢bynkuus. HezaBUCHMO OT TOBa ca HEOOXOIUMH JTOITBIHUTEIIHU MPOYYBAHUS, 32 /1a C€ YCTAaHOBU
TAXHATa LssI0cTHA poiig U OezonmacHocT B CSLD / OpoHXHEKTa3uu, 0COOCHO MO OTHOIIEHUE Ha
KIIMHUYHUATE TIOCJEJICTBUS OT PAa3BUTHETO HA AHTHOMOTHYHA PE3UCTEHTHOCT. MakpojauauTe
TpsOBa J1a ce U30ATBaT MpHU Te3U, KOUTO MOTyyaBaT aHTHAPUTMHUYHU cpencTBa ot kiac [A / 111, ako
uMa yabinkeH QTc uHTepBaI WK KaTo €JMHUYCH areHT, Korato ce Kyntusupatr NTM.

Ilpenopvka-9

N360p Ha aHTUOMOTHIIM TPsIOBA J1a € OCHOBAH Ha pe3yJTaTUTe OT MUKPOOUOJIOTHYHO U3CIIe/IBaHE HA
CeKpeT oT JoyiHu auxatennu nbpruia (JAII) — xpauka, OpoHxoacnupaT wiu OpOHXO0aIBEOIapeH
JaBaK. AHTUOMOTHYHHAT MOJIEI TpsIOBa J1a € ChboOpa3HO KIMHUYHATA TEKECT U TOJIEPAHTHOCT Ha
MalueHTa, BKIIOUUTEIHO aJleprus, KaTo Mo-KpaTku Kypcose (<14 qHH) ca moJie3HHU 3a JIeUueHue Ha
NAIMEeHTH ¢ Bb3paCTHU OPOHXUEKTa3UH C OCTPO 0OOCTPsiHE B CpaBHEHUE ¢ Kypcose oT 14-21 nHu
Ha CHCTEMHAa aHTUOMOTHYHA TEPaITusl.

Jleka po ymepeHa YmepeHa A0 TexKa ek3auepbauusa (IV

ciprofloxacin ako uma P.
aeruginosa (Pa) B nocneaHute

KYATYypW.

eK3sauepbauus (nepopanHa Tepanusa) A

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

piperacillintazobactam, ticarcillin-
clavulanate, or

ceftazidime + tobramycin§

npw TexKaeKksauepnaumsa uam Pa B
nocnegHuUTe KyaTypu

CneunduyHm natoreHmn &

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

Amoxycillin
amoxycillin-clavulanate or
doxycycline

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

S. pneumoniae

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

benzylpenicillin G, ampicillin
(amoxycillin)

M. catarrhalis

amoxycillin-clavulanate — 3x625

Mr/aH.
Clarithromycine — 2x500 mr/gH

cefotaxime or ceftriaxone — 2,0 r/aH
(amoxycillinclavulanate, or cefuroxime)
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Haemophilus
influenzae- beta
lactamase negative

Amoxicillin 500mg — 3xgH nnu
Amoxicillin 1,0 rp. 3x AH. nam
Amoxicillin 3,0 rp. 2x a4H. nam
Doxycycline 100mg 2x gH. nam
Ciprofloxacin 500mg nnm 750mg
2X OH.

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

Haemophilus
influenzae- beta
lactamase positive

Amoxicillin ¢ Clavulanic acid 625
mr 1 tabn. 3xgH. Unun
Doxycycline 100mg 2xaH nau
Ciprofloxacin 500mg or 750mg
2XA4H.

Ceftriaxone 2,0 rp. 1xaH (IV)

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

P. aeruginosa(Pa)

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

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

Aztronam — 2,0 rp./gH. L.V. unn
Meropenem - 2,0 rp./gH. I.V. uan Colistin
2MU/OH. + aMUHOIIOKO3K A,

MHXanaumoHHN aHTUBMOTULM -
colistin/tobramycin/gentamicin

NTM

noTbpceTe CbBET OT CNeLManncT
no Tepanus Ha
HeTybepKynosHuTe
MunkobakTepuml

noTbpceTe CbBET OT CNeuunaancT no
Tepanusa Ha HeTybepKyno3HuTe
MUKobBaKTepuuny|

* B nonmbJHEHUE KbM KIMHUYHATA TEXKECT, MbPBOHAYATHATA eMIIMPUYHA TEPAIUs Ce PHKOBOIN
U OT MPEeNUIIHUTE PE3YyATaTh OT KyATypara Ha MO-HUCKUTE OTIAENM Ha AMXATENHU MbTUIIA
(xpauka, BAJI / Oponxockomusi), MECTHHM MOJAEIM HAa AHTUOMOTHMYHA UYBCTBUTEIHOCT U
MIPEIUIITHI PEAKIIUU KbM JICYCHHE C aHTHOUOTHIIN.

N TloTepcere KOHCYNTAaNMs ChC CHENHAINCT, aKO HWMa aHaMHe3a 3a AaHTHOMOTHYHA
CBPBXYYBCTBUTETHOCT WM TEXKKH HEKEINaHU aHTUOMOTHYHU e(EeKTH W TpU CEPUO3HU
JICKApCTBEHH B3aUMOJICHCTBUS. AMHHOTIMKO3HIUTE, MaKPOJIUIUTE ¥ (IIYOPOXHHOIOHHUTE
TpsiOBa Ja ce U3MOI3BaT BHUMATEIHO MY MAIMEHTH B HAIIPEHAIA Bb3PacT.

§Bbrnpekun ye nedennero Ha Oaktepuemus ¢ Ps. aeruginosa ¢ komOMHHMpaHa OeTa-lTakTamMHa U
AMUHOTJIMKO3U/IHA AHTUOMOTHUYHA Tepamus HE JaBa JONBIHUTENTHA KIMHWYHA TI0N3a U €
CBBpP3aHO C IOBEUYE HEXEJINaHW ChOUTHS, OTKOJIKOTO MpU M3MOJI3BaHE HA €IHO OeTa-TaKTaMHO
CPEICTBO, pOJIsiTa HA €IUHUYHA OeTa-ITakTamMoBa Tepamnus 3a HeOaKTepualHa MHEBMOHUS C P.
aeruginosa u Ipyry pecmupaTopHu HHPEKIHN € Heaokazana. KomOnHupanara Tepamnus TpsOBa
BCE OIIIE J]a CE U3I0JI3Ba, KOTAaTO Ce OTKPHUAT MHOTOPE3MCTEHTHH IIaMoBe Ha Ps. aeruginosa.

9 3a neuenne Ha MRSA ce u3ncKBa crnienMagIu3upad CbBET B ChOTBETCTBUE C MECTHUTE MOJIEIU
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Ha NOJATIUBOCT U MOJUTHUKH 32 KOHTPOJI Ha nH(pekuuute. Pemennero kora na ce nekyBa NTM
M KakBO areHTH Jla C€ U3IO0JI3BAaT € YCJIOKHEHO OT BHUCOKUTE HHBAa Ha aHTUOMOTHYHA
PE3UCTEHTHOCT, IMOKa3aHH OT TEe3W IIaMOBE, M HEOOXOAMMOCTTAa OT MPOABIKUTEIHU
TEparneBTUYHU KYpPCOBE, BKJIIOYBAIIM MHOXECTBO JIEKAPCTBEHU KOMOWHAIMHM, KOUTO PUCKYBAaT
CepHO3HA TOKCUYHOCT U JIEKAPCTBEHU B3aUMOCHCTBUSI.

& OO000meHr TPENmOPbKUTE 3a JBITOCPOYHO JICUCHHE C AHTHOMOTHUIIM TIpU > OT 3
eK3anepOay roJUIIHO BKIIOYBAT ONTUMHU3UpPAaHEe Ha KIMPBHCA HA AUXaTeNHUTE mbTunia. [Ipu
P. aeruginosa nnekuus - IbIrocpouHO UHXAJIUPAHO aHTUOMOTHYHO JedeHue. [lpu nunca na P.
Aeruginosa mH(EKIHS - IBITOCPOYHO JICUYCHHE C Makpoiauad. [Ipu jimrica Ha OTrOBOp WU
HETOJIEPAHTHOCT - JBJITOCPOYHA L] € OpaJieH aHTUOMOTHUK WM KOMOWHHUpaH OpalieH U
MHXaJaTOpeH aHTUOMOTHUK (CHIIO MPU HEaJeKBAaTeH OTTOBOP OT TEparus MOHOTEpAIHUs C OpaJieH
win uHxanarepoeH Ab).

CTEIIEH - cuina; /loka3aTecTBo - yMepeHO

Ilpenopvka-10

Tpu BB3MOKHU M QJITEPHATUBHU MBTHILA 32 €PaJAMKALMOHHO JICUCHUE, OCHOBAaHU HA TOBA,
KOETO C€ M3MOJ3Ba YECTO B KIMHUYHATA MPAKTHKA MPU HOBOOTKPUT Ps. aeruginosa. Cien Bcsika
CTBIIKA TA € NpPErnopbhuBa Ja Ce IMOBTOPH B3EMaHETO Ha MpoOW OoT Xxpauku 3a Pseudomonas
aeruginosa ¥ Jia ce MpeMUHE KbM clieIBalllaTa CThIIKa, aK0 KyJATypaTa OCTaHe MOJI0KHUTEIHA.

CTEIIEH - cuanna; /loka3aTesicTBO - yMepeHO

Ilpenopvka-11

[Ipy mammeHTH, KOUTO HE H3HMCKBAT MApeHTEpaTHU AHTHOMOTHUIIM 32 OCTPO OOOCTpsHE,
MepopajHUTE AaHTUOMOTUIIM C€ TPEANUcBaT 3a Hail-manko 10 g Ha Oa3aTa Ha HAJIMYHUTE
pe3ynraTé OT MHUKPOOMONIOTHATA Ha JUXaTeNHUTE MmbTula. Heo0xoaumMo € BHUMATEIHO
Ipocie/iIBaHe 3a OlIEHKa Ha OTroBopa Ha jedeHueTo. OcTpure o0OCTpsiHUS Ha OpOHXHMEKTAa3HH
TpsOBa 1a ce nexkyBaT 14 1HU ¢ aHTUOMOTULIN

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

Ilpenopvka-12

HeanexBaTHusT oTroBop Ou TpsAOBaJO Ja HAJOXKU MOBTApsSHE HA KYITypUTE Ha JOJTHHUTE
JUXaTeNHU ITHTUIIA U /12 C€ TIPEIIEHH JaJId ca HeOOXOUMU NTapeHTepaTHa aHTUOMOTUYHA Tepanus U
XOCTIUTAIA3AIUS.

CTEIIEH - cuana; /loka3zaTesicTBo - ymepeHo

Ilpenopvka-13

[TaruenTHTE, KOUTO HE MOJIyYaBaT MEpOpaTHA AHTHOUOTHYHA TEpAIHsl 32 OCTPO 00OCTpSHE,
TpsAOBa Ja TOJMydYaT WHTCH3WBHH CTpPaTeTMH 3a OCBOOOXKIaBaHE Ha JUXATCITHWTE IThTHINA M
MapeHTepaiHd aHTUOMOTHUIM B3 OCHOBA Ha MOCIEAHHUTE PE3YNTaTH OT KYJITypara Ha MO-HUCKUTE
TUXaTeTHH ThTHIA. HeoOXoauMo € BHHMATETHO mpocieasBaHe. MHTpa BEHO3HH aHTHOMOTHIIH
TpsOBa 1a ObJAT TIOHE 5 THU U YE€CTO MOCJEIBaHU OT MEPOPATHA aHTUONOTUIM. [I[peMuHaBaHETO OT
I.V. kbM mepopasiHu aHTHOMOTHITU 3aBHCH OT TIOJAXOSINN aITCPHATHBY 32 IEPOPAITHO MPUIIOKCHHE
1 e(heKTHBHH CHITHTCTBAIIM TEPAIHH, KATO CTPATETUH 32 OCBOOOK/IaBaHE HA TUXATEITHUTE MBTHUIIIA,
MOTarT Jia ce MOAIbPKAT B aMOymaTopHa 00CTaHOBKA M TEKYIIH aMOyJIaTOPHU TIPETIIeIH.

CTEIIEH - cuana; /loka3zaTesicTBo - ymepeHo

Ilpenopvka-14

JIbATOCPOYHUTE TEpPOpATHA aHTUOMOTHUIM He TpsAOBa Ja ce MpeanucBaT pPYTUHHO.
Maxponuau (Wiau Ipyru aHTUOMOTHUIIN) MOTaT J1a ObJaT pasrielaHd 3a TEPANeBTHYHO H3MUTBAHE 3a
orpaHuYeH NepHuoJ OT Bpeme (Hampumep a0 12-24 mecena) npu n30paHu MAMEHTH [HAMp. YECTH
oboctpsiHus (>3 ek3arepOanuu ¥ / Wi > 2 XOCHHTAIU3AlUU Tpe3 mnpenxonHute 12 mecena)].
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[Ipenu 3amodBaHe Ha MaKpOJIHAHM IBPBO ce yBepere, ue mHpeknuara ¢ NTM e u3kitoueHa mpu
MalKUeHTH, CITIOCOOHHU J1a ocurypsT xpauku 1 HanpaBeTa EKI™ nmpu Bb3pacTam 3a onenka Ha QTc.
CTEIIEH - cuana; /loka3aTesicTBo - ymMepeHo

Ilpenopwvka-15

Ynorpebara Ha WHXaJTAlMOHHUTE aHTUOMOTHIIM € cBbp3aHa ¢ 10-32% puck or
OpOHXOCIa3bM M C€ NPENnopbyuBa KOHTPOJIUpPaHA TECTOBA J03a C IMpeld- M IMOCT-CIUPOMETPHYHA.
[Ipenn wuHxanupaHe Ha KpaTKoJeicTBall OpOHXOAMJIATaTOP MOXKE Ja ce MpeAoTBpaTu
OpOHXOCHa3bM U CIIECAOBATEIHO € MPETIOPBYUTEIHO.

He Ttps6Ba na ce npeanucBaT pyTHHHO ABJATOCPOYHH MYJIBEPU3UPAHU aHTUOHOTHUIIH.

CTEIIEH - cunna; /loka3ate/icTBO - YMepeHo

Bponxo;mnaTaTopu H KOPTHKOCTEPOUIN

JIuata ¢ CSLD / OpoHXHMEKTa3uyd MOraT Jla MMaT ChI'BTCTBAIIA aCTMa C XPHUIIOBE M / WIIH
JCIIHEsI, pearupaly Ha JeKapCTBEHU MPOAYKTH ¢ Oera-2 aroHucT. JlokIaguTe 3a CHMIOTOMUTE Ha
actma nipu te3u ¢ CSLD

/ 6ponxuexTaszuu Bapupat oT 11 1o 46%. JlokaTo HSIKOM MPOYYBAHUS MIPUIKICBAT aCTMa KaTo
IpUYMHA 32 OpOHXMEKTa3uHu, MO-BEPOSITHO € acTMara Jia c€ AUarHOCTULMpa II'bPBOHAYAIHO WJIU
ennoBpemenHo ¢ CSLD / 6ponxuekrazun. Korato ca Hanuile, acTMaTUYHUTE Tepanuu TpsiOBa 1a ce
M3MO0J3BaT B CHOTBETCTBHE C yKazaHWsATa 3a actMma. Muxamatopuute koptukocrepouau (ICS)
OCUTYpSIBaT, B Hali- 100pus ciy4ail, ymepena nomnsza npu CSLD / 6ponxuekrazuu. [IpoyuBane Ha
Cochrane He ycTaHOBM 3HAYHTEIHH PA3IMKH MEXAY Te3u, kKouto noiyuasar ICS, B cpaBHeHHE C
wiane6o. KomOunupan 6era- aronuct c¢ awiaroneictBant ICS (B cpaBuenue ¢ ICS ¢ Bucoka 103a)
nonoOpsiBa AMCIHEATa M Kaunumnara 0e3 edekr Bbpxy oOoctpsHusara. OcBen ToBa ICS mpu
BB3PACTHH C XpOHUYHA pecrupaTopHa 0onecT puckysa pa3Butue Ha NTM uHbpekius.

Ilpenopvka-16

WNuxanatopHuTe ¥ NepopalHUTEe KOPTUKOCTEPOUIN HE TpsOBa Ja ce MpearnucBaT pyTUHHO,
OCBEH aKoO HsIMa yCTAaHOBEHA IMarHO3a 3a CbBMECTHO chllecTByBama actma uin XObb.

CTEIIEH - cuien; loka3zaTe/icTBa - HUCKM 32 MEPOPATHH KOPTHKOCTEPOUIU, YMEPEHO
3a ICS

Ilpenopwvka-17

Nuxanatopuure OpOHXOAWJIATATOPH HE TPsOBa Ja ce MPEANHCcBAT PYTMHHO M Ja Ce
M3I10JI3BaT CaMO Ha WHMBUYaJIHA OCHOBA.

Moxke na ce u3Moi3BaT OpOHXOAWJIATATOPH Tpeau (Qu3noTepanusi — WHXAJIUpaHe Ha
MYKOAKTHBHHU JIEKAPCTBA, KAKTO U MHXAJTMPAHE HA aHTUOUOTHIIH.

CTEIIEH - cusen; Jloka3aTejiCTBO - HUCKO

MyKOJUTHIIH H MYKOAKTHUBHYU areHTH

MyKOaKTHBHUTE CpPEJCTBA BKJIIOYBAT MAaHHUTOJN, W30- W XUNEPTOHHYEH (PH3UOIOTHYCH
pastBop. Jlokato paHHHWTE KPaTKOCPOYHH MPOy4YBaHHS ca oOemraBamiu, abiarocpounute RCTs
YCTaHOBSIBAT, Y€ KAKTO XHUIMEPTOHWUYEH (U3UOJOTHYEH Pa3TBOP, Taka M MAHUTOJ, JaBaT MAajKo
MPEeIMMCTBO Tpel HM30TOHWYHMS (U3HMOJIOTMYEH pa3TBOp M CHOTBETHO IManebo. OO6patHo,
peKoMOMHAHTHATA YOBEIIKa Je30KkcupruOonykieaza (thDNase), mupoko u3noi3BaHa MyKOJIUTHYHA
npu CF, e Bpenna npu Bb3pacTHU ¢ CSLD / OpoHXHEKTa3Uu U € CBbhp3aHa C MTOBUIIICHU 000CTPSHUS
M XOCTIUTAJIM3alUH U 1I0- Obp3 criag Ha FEV.

IIpenopvka-18
Jla He ce mpeiara pekoMmOnHaHTHA YoBemka DN-a3za (rhDNase) mpu Bb3pacTHU MAallUEHTH C
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CSLD / 6poHxueKTa3um.
CTEIIEH- cunen; /loka3aTejcTBO - BUCOKA

Ilpenopwvka-19

[IpenopbuBaMe fa ce MPEAsoKU IBJITOCPOYHO MYKOAKTHBHO JiedueHue (>3 mecena) mpu
BB3PACTHH NAIMEHTU ¢ OPOHXHMEKTa3u, KOUTO U3MHUTBAT 3aTPYAHEHHUS MIPU OTXpauBaHE HA XPAYKU U
JIOIIO KAaueCTBO Ha JKMBOT M KOTaTO CTAHJAPTHUTE TEXHUKHU 32 OCBOOOXKIABaHE Ha JUXATCIHUTE
II'BTHILA HE YCISBAT /1a KOHTPOJIUPAT CUMIITOMUTE.

He ce mpemopbuBaT MYKOAaKTHBHHM areHTH, BKJIIOYHTEITHO XHUIIEPTOHWYCH (DHU3HOJIOTHYCH
pa3TBOpP U MAaHUTOJ PYTUHHO.

CTEIIEH - c1a60; /loka3aTejiCTBO - YMEPEHO

TexHuKH 32 HM3YMCTBAHe HA [MXaTeJHUTE NHTHINA, YNPaKHeHUsi M OejiogpoOHA
pexaduauTANUA

Brorpeku numncata Ha coiauaHa 0a3a OT JIOKa3aTeiCcTBa, TEXHUKUTE 3a W3YUCTBAaHE Ha
IUXaTeTHUTE MBTUIA ca CTaHIApPTHO JiedeHue mpu xopa ¢ CSLD / O6ponxuekrasun. Hanuunute
MPOYYBaHUA TOKA3BaT, Y€ TEXHUKHUTE 3a WM3YMCTBAaHE Ha JUXATEJIHUTE IMBTUIIA Ca TOJIE3HH, C
nonobpeH kamanuteT 32 QoL u ympakHeHus U HaMajeH o0eM Ha Kanuidiarta u xpadku. Karto ce
¥MMa TPEJIBU]I pa3HOOOPa3WeTO HAa TEXHUKHU 32 U3YMCTBAHE HA JUXATCIHUTE MBTHINA U MOBUIICHA
e(UKaCHOCT, KOraTo ce M3IMO0J3Ba MHAUBHIyallu3upaHa Tepanus, TpsoBa 1a ce Thpcu crneuuduyHa
auxarelnHa excrneptusa. benogpoOHara pexabuiuranus € MYJITHAUCUMILUIMHAPHO JIEYEHHE,
BKJIIOUBAIIO TPEHUPOBKA, CAMOYIPABIEHUE, IICUXOCOIUAIIHA U XPAaHUTEIIHA UHTEPBEHLIUA. MankuTe
(KpaTKOCpPOYHHM) TEXHUKH 3a I[OYUCTBAHE Ha JUXATCIHUTE IIBTUIA OT OOy4YeH auxarejeH
(bu3MoTEpaneBT, BKIIYUTEIHO TPEHUPOBKUTE 3a ISUIOTO TAJO, TMOKa3BaT MOJOOpeHHE Ha
CUMIITOMHUTE, TOJIEPAHTHOCT KbM ympaxHeHusta u QolL. AKo He ChIIEeCTBYBAT CrHeUPUIHU
MPOTUBOMNOKa3aHus, pU3nveckara akTUBHOCT TPsIOBaA Jla c€ HaCchpuaBa.

Ilpenopvka-20

[IpenoppuBar ce TEXHHUKHU 3a U3YMCTBAHE HA JUXATEIHUTE ITBTUINA BEIHBXK WU JBA ITBTH
JTHEBHO U TpsA0Ba J1a ce MOThPCU CHhBET OT AUXATeNHUs pu3noTepaneBT. HAMBHUIya Ha Tepamnus 3a
KJIMPBHC Ha IMXATEIHUTE IbTHUILA.

CTEIIEH - cunna; /loka3aTejicTBO — yMepeHO

Ilpenopvka-21

Bb3pacTHu ¢ OpOHXHMEKTa3WW W OTrPAaHUYCHHE Ha YIPOKHEHHUATAa TpsOBa J1a IOIyYar
OemonpoOHa pexabunuTainys. Bcuuku MHTepBEHIIMU TpsiOBa 1a ObIaT ChOOPA3eHH ChC CUMIITOMUTE
Ha TaIMeHTa, GU3NIECKUTE CIIOCOOHOCTH U XapaKTEPUCTUKHUTE Ha 3a00JITBAHETO.

CTEIEH - cunna; /loka3atejicTBO — yMepeHO

Ilpenopvka-22
PenoBHara pu3myecka akTHBHOCT ce€ MpenopbuBa 3a Bp3pacTHU ¢ CSLD / 6poHxuekTa3uu.
CTEIIEH - cunna; /loka3aTejicTBO — yMepeHO

Xpanene

JlomoTo XpaHeHEe KOMIIPOMETHpA BPOJEHUS M aJanTUBEH UMYyHHTET. lIpoyuBanus npu
JPYTd XPOHUYHU PECIUPATOPHU 3200 sIBAaHUS MTOKA3BaT, Ye JIOMIOTO XpaHEHe MOXKe 1a ObJie pUCKOB
dakTop 3a pecriupatopHu oboctpsaust B CSLD / 6ponxuekrasun. HegoctursT Ha BuTaMuH-D ce
CBBP3Ba C I0- JIOIIU Pe3yATaTH, HO IOKA3aTEJICTBAaTa 32 TOBA Ca HUCKHU.

Ilpenopvka-23
OrieHKa ¥ ONITHMHU3UPAHE HA XPAHUTEITHHS CTATYC.
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CTEIIEH - cunna; /lokazaTejicTBO — yMepeHO

HamansiBane Ha AONbJIHUTEJTHO YBpe:KIaHe Ha Oesinst 1pod

3aMbpCUTENUTE Ha OKOJIHATA CPEJa, BKIOYUTEIHO TIOTIOHEBUS UM, BJIOIIABAT XPOHUYHUTE
pecnupaTopHU 3a00JSBaHUS M MPEICTABISABAT JIOMBIHUTENEH pUCKOB (haktop 3a Te3u ¢ CSLD /
OpOHXHMEKTa3HUH.

Ilpenopvka-24

HacbpuaBane Ha €eTMMUHUPAHETO HA TIOTIOHOMNYIIEHETO, BKIOUUTEIHO M3JIAraHe Ha MYIIEK
Ha BTOpa yrnoTpeoa.

CTEIIEH - cuinna; /loka3aTe/icTBO — CHJIHA

Ilpenopvka-25
HacbpuaBane Ha n304rsaneTo Ha 3aMbPCUTEIH BB Bb3/1yXa.
CTEIIEH - cunna; /loka3aTejicTBO — HUCKA

ChnbTCcTBaIIM 3200/11BAHUSA

[Marmenture ¢ CSLD / OpoHXHEKTa3uM ca YBEIWYMIM CTCIIEHTA Ha KOMOPOWIUTET,
BKIIFOUMTETHO XPOHWYCH CHHY3WT, TractpoesodareaneH peduykce, ,,acTMa-mojoOHa™ Ooject u
nenpecus. He € W3BeCTHO anu T3 CHITBTCTBALIM 3a00JSIBAHMS YBEJIMYaBaT YeCTOTAaTa W / WM
TEXECTTa Ha O0OCTPSHUATA WK BJIOIIABAT YBPESKIAHETO HA OemuTe IpoOoBe.

Ilpenopvka-26

PenoBHo HabmomaBaiiTe W ympaBisBaWTe YCIOXKHEHHUSATA U CHITBTCTBALIUTE 3a00JISIBAHMUS.
PenoBen nperien Hali-Mallko €IUH ITBT B TOJJHATA, KATO OCOOCHO MPH ITbPBOHAYAIHATA OI[CHKA

MYJITUAUCIUILTNHAPEH EKHUII € 3a TPeIOYUTaHe.

IIpecneovm exatousa oyenka Ha:

a) TeXeCT, KOSTO BKIIFOUYBA OKCUMETPUS U CTUPOMETPHSI;

0) KyinTypa Ha Xpauku (KOTaTo € Hajdu4yHa) 3a pyTHWHHA OakTepuaJiHa M TOJUIITHA
MUKOOaKTepUaIHa KyaTypa;

B) YIpaBJIEHHE HAa BB3MOXHH YCIO)KHEHHS U CBI'BTCTBAILM 3a00JsBaHUS, OCOOEHO 3a
ractpo- ezodareaneH pedaykcHa 0onecT / acupalius, peakTuBHa O0JIeCT Ha AUXATEIHUTE TbTUIIA /
actma, XOBb, oTopuHONapuHrealHN HapYIICHUs, YPUHAPHA WHKOHTHHEHIINS, TICHXUYIHO 37IpaBe U
CTOMAaTONIOTUYHO 3aboinsBaHe. [To-psaKo ManuMeHTUTe M3UCKBAT OLIEHKHM 32 HAPYIIEHO TUIIAHE U
YCIIOKHEHHS Ha CHPIIETO;

T') Clla3BaHe Ha TepANTUUTE U MTO3HABAHE HAa OOJNIECTHUTE MPOLIECH U JICUCHHUS,

CTEIIEH - cuana; /loka3aTecTBo - yMepeHO

JApyru BugoBe jJe4yeHue, BKJI XHPYPru4HO

Hanume ca pa3nuuHu Apyrd Je4eHHs, HO C MaJKO MOJKpersuy naHHU. Hactosmiute
CTpaTeryvn 3a YIPaABJICHHUEC Ca HaMaJIWJIA HeO6XO}II/IMOCTTa OT XUPYPru4HW HHTCPBCHIHNH, KOUTO
HOCSIT MQJIBK, HO 3HAUUTEJIEH PUCK OT 3a00J€BAaEMOCT U CMBPTHOCT. TpaHCIIaHTalUATa Ha OenuTe
npoOoBe TpsiOBa 1a ce 0OMUCIIH MPY MAIUEHTH ¢ KpaeH cTaauil Ha 6emoapooHa OoecT.

Ilpenopvka-27

[Tpu mokazaHaust 3a XUpypruyHaTa HaMmeca TpsOBa Jja MMa OIEHKA OT TaKbB CIICIIUAIHCT B
MYJITUIUCUUTIUTMHAPHUSA EKUI npu CSLD / OpOHXOEKTa3UBHUTE TPUKHU.
CTEIIEH - cnana; J/loka3zaTeJICTBO — yMepeHa

ObocHoBkata 3a xupypruuHo nedeHne Ha CSLD /OpoHXHMEKTa3uM € Ja ce MNPEKhCHE
MOPOYHHST KPbI' HA OPOHXHMEKTA3MH Ype3 MpeMaxBaHe Ha 0eloApOoOHUTE CETMEHTH, KOMTO Bede He
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ca (hyHKIIMOHAIHHU, W MPEJOTBPATABAHE HA aHTAKUpPAHE HA ChCETHHUTE 30HH Ha Oenus apoO. Haii-
yecTara MHIMKANWS 3a OINepalyira ca PeUUAMBUpPAIIN MH(YEKIUH C XPOHWYHH CHMIOTOMH KarTo
MPOAYKTHBHA KAllUINIA, THOMHA XpayKa U XeMOIITH3A.

KaTo ms10 XupyprudauTe MHTEPBEHIIMU U3TIICKIAT MOJIE3HH CaMO MPH MHOTO BHUMATEIHO
o 0paHy MaUEHTH, KOUTO U3UCKBAT Hal-100bp Mpodui Ha PUCK-TI0JI3a OT MOJA0OPEHH CUMITOMH
cpemry 3a00J€BaeMOCTTa, CBbp3aHa ¢ XHpypruyHara Hameca. [lanuenture me u3bepar onepanus
caMo aKo HsMa e(eKTUBHA MEIUIIMHCKA OIIIHS 32 JICUCHHE.

Ilpenopvka-28

He ce mpenopbuBa XMpypruyHO J€UYE€HHWE HAa BB3PACTHU MAIMEHTU C OPOHXHMEKTa3WH, C
M3KIIIOYCHNE Ha TMALMEHTH C JIOKATM3UPAHO 3a00JI1BaHE U BHCOKA YECTOTAa Ha 00OCTPSIHE, BBIIPEKH
ONTUMHU3ALUATA HA BCHYKH JIPYTH aCTIEKTH Ha TIXHOTO KOHTPOJIHMpAHE HA OPOHXHEKTa3UUTE.

CTEIIEH - c1a60; /loka3aTejiCTBO - YMEPEHO

IIpoGaemun Ha 0011eCTBEHOTO 3apase, NpeBeHIHusA ©

MOAXOJSIIO MPeI0CTABSIHE HA 3IPABHH I'PUKHI

COLII/IaJIHO-I/IKOHOMI/IT-ICCKI/ITe ACTCPMHUHAHTU Ha 34paBcTo, BKIIFOUUTCIIHO TAXHOTO
Bb3aeiicTBUe BbpXy CSLD / OpoHxuexTa3uu, He MoraT 1a ObJaT pasriie[laHd aJIeKBaTHO B TaKOBa
PBKOBOACTBO. VIMyHHM3ammu, KOWTO TPENOTBpATSIBAT OCTPH PECIUPATOPHU HWHQEKIHH, KaTo
KOKJIIOUI, TPUITHU ¥ THEBMOKOKOBH BaKCHHH, CE€ NPENOPBHYBAT, BHIPEKH JHUIICAaTa Ha CHEHU(UIHH
J0Ka3arencTBa 3a BUCOKO HUBO CSLD / OpoHXxHeKTa3uu.

[IpenocraBssHETO Ha mporpaMu 3a XPOHUYHU 3a0o0yiIBaHMsI M3MCKBAa BCEOOXBATHU M
BHUCOKOKBAJM(UIMPAHU OBPBUYHM 3ApaBHU ycayrd. OOpa3oBaHHMETO Ha MEAMLUHCKUTE
CHEIUAIMCTH, OCUTYpSBAlllM IbPBUYHHM 3/paBHU YCIYI'M CJelBa Ja C€ ChCPEAOTOUU BBPXY
UACHTU(GUIMPAHETO HA JIMIA 32 MMOAXOII0 HACOYBAHE U BUCOKOKAYECTBEHO MECTHO yIIpaBlICHHE.
[Tono6HO Ha apyrHm XpOHUYHM 3a00JsBaHUS, WHAWBUIYATU3UPAHOTO U MYITHAMCUUIIMHAPHO
yIlipaBJIeHHE Ha ciyyauTe, paboTeno B paMKUTe Ha MEeXAynpodecroHallHa paMKa, € ONTHMAIHO.
KnununyHoTo BiomaBaHe TpsOBa Ja JOBEAE O PaHHO HACOYBAHE 3a CIELUAIM3UPAHU TPUKH.
XopaTa ¢ yMepeHO WM TEeXKO 3a00JisiBaHEe ce KOHTPOIUpAT Hail-100pe upe3 MyITUIUCIUIUIMHAPEH
MO/IX0JT KbM XpOHHUYHATA FPUKa.

[MTanmentn ¢ CSLD / bronchiectasis, KOUTO >KUBESIT B OTJAJICUCHU U B CEJICKUTE PaOHH,
MpeICTaBIsIBaT 0COOEHU MPEIU3BUKATENICTBA 32 IPEIOCTABSIHETO Ha TPYIKU.

Ilpenopvka-29

Nmynusupaiite criopen HanmonanHuTe MMyHM3alMOHHM cxeMu. Ocurypere HaBpeMEHHa
€XKEroJHa UMYHH3ALUs C TPUIl U CE yBEpETe, Y€ IMHEBMOKOKOBU BAKCHUHU CE€ IPUJIAraT ChbIIIACHO
HallMOHAJTHUTE YKAa3aHUs.

CTEIIEH - cuana; /loka3zaTesicTBo - ymepeHo

Ilpenopvka-30

HeoOxomuMo € KOOpIAWMHHpAHO OOCITY)KBaHE OT OCHUTYpPSIBAIIUTE 3ApaBHH YCIIYTH.
[Ipenmonara ce, 4e chenuanncT oleHsBa mpeanonaraemara CSLD / OpoHxuekTa3zuu 3a
MOTBBPKAAaBaHE HA AMArHO3aTa, M3CIICABAHE HA €THOJIOTHATA, OIEHKA HA TEXKECTTa U pa3paboTBaHe
Ha TUTAHOBE 3a YIpaBlieHHWEe. XopaTa ¢ yMEPEHO WU TEXKO 3a00/siBaHE Ce KOHTPOMHpPAT Hail-noope
4ype3 MyATHAMCUUILIMHAPEH MOAXO0J] KbM XPOHUYHATA IpHKa C MHAMBHIyaTU3UPAHO YIIpaBIICHUE
Ha CJIy4auTc. Knuanunoro BiomiaBaxe TpSIGBa Ja OOBCAC OO0 PaHHO HACOYBAHC KbM YCIYyId C
excrieptusa Ha CSLD / 6poHXHEeKTa3nu.

CTEIIEH - cunna; /loka3aTejicTBO — HUCKA
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Ilpenopvka-31

TpsabBa fna ce U3BBPIIM CHEIHATM3UPAH TIPETJIe]] 3a MAMCHTH ¢ YMEPEHa HHBAIUTHOCT UITU
nporpecupaiio OenoapoOHo 3abomnsBaHe. ToBa BKIOYBA W pasmiiekIaHe Ha OenoapoOHaTa
TpaHCIUIAHTAIIHSL.

CTEIIEH - cuana; /lokazaTeicTBo — HUCKA

Ilpenopvka-32

OcurypsiBaHeTO Ha 3JIpaBHU TPHKHM 32 HACEJICHUETO B OTJAJCYCHH M CEJICKUTE panoOHU
M3UCKBA T'bBKABUM WM aJaNTUBHU MEpKU. BbIpekn ToBa, TS He TpsaOBa 1ga MpPOMEHs IenTa 3a
MPEIOCTaBsIHE HA HAl-T00pY IPAKTHKY 32 JICUCHHE Ha Ta3u MOIyJIaIlns.

CTEIIEH - cunna; /loka3aTecTBO — HUCKA

V. TIPABWJIA 3A IOBPA KJIMHAYHA TIPAKTHKA TP KUCTUYHA
®UBPO3A (MYKOBUCLIMIO3A) ITPU JIMIA HAJ 18 TOAUIIHA BH3PACT

1. Omnpeaenenne
Kuctnunara ¢ubposa (MyKOBUCIIHI03a) € aBTO30MHO PEIIECHBHO Pa3CTPOMCTBO Ha (YHKIUSATA HA

€K30KPUHHUTE JKJI€3U MPUYMHEHO OT MyTanus B efgHo or asere komus Ha CYSTIC FIBROSIS
TRANSMEMBRANE CONDUCTANCE REGULATOR — CFTR rena B xpomo3oma 7 — 1o 1
KOIKE OT BCEKH poJauTeN. AKO € Haiuuie ABoiHa Mytauus (u Ha asere komus), CFTR nporennsT
MOX€E J1a € C HapylleHa (YHKIUS WU HAIBIHO Ja OTCHhCTBA, B PE3YJITAT HAa KOETO CE€ HapyllaBa
TpPaHCIOPTa Ha XJOPHUTE HOHM OT M KbM KJIETKHTe. HapylieHueTo Haif-uecTo 3acsira JMIa OT
ceBepHOeBpoIieiicku mpousxoa ¢ yectora 1: 3500. Toa e XxpoHUYHO 3a00JIIBaHE, KOETO Hal-4eCTO
BOAM JI0 XPOHHYHU CHHO-0enoapoOHM MH(DEKINH U MaHKpeaTuyHa HelocTaThbyHoCT. Haii-uectaTta
MpUYMHA 32 CMBPT € XPOHMYHO HapymieHa OemoapoOHa ¢yHkuus (B cienctsue Ha (ubposa,
OPOHXHMEKTa3HH 1 eMdU3eM) B KPaeH CTamii .

2. JlmarHo3a

CrekTbpbT Ha CBHCTOSHUATA, NPUYUMHEHH OT pascTpoeHara (ynkuus Ha CFTR e mmpok - ot
,Kkiacudyecka®™ kucrosHa ¢puodposa (CF) no nzonupanu eqHoopraHHu HapyuieHusi, HapeueHu CFTR-
CBBbp3aHM ChCTOSHUA. ONpenenssHeTO U OCUTYpPSBAHETO Ha JMarHo3ara Mpu Majlka HO BakKHA Tpyma
NAlMeHTH MOXKe Ja ObJie CepUO3HO NPEAMU3BHKATEICTBO, ThH KaTO MOTHHUS TECT MOXe Ja e
JBYCMHCIIEH WJIM HOpPMaJieH a Bb3/EWCTBHETO, KOETO TOBA OKa3Ba BbpXY MallMeHTa (Ha pa3uyHU
eTarnu OT HMBOTa UM) MOXe J1a ObJie MHOTO BaXKHO, Thi KaTO MOJKE /1a JIOBEZE 10 MOTPELIHO CBPbhX-
JMarHOCTULIMPaHe U HEAHMArHOCTULIMPAaHe U HeJleUeHHEe ¢ MOCIeABaIIUTE OT TOBA IICUXOJIOTUYECKU U
3/IpaBHU nocneacTBHs .

Iloren Tecr:

I/IHI[PIKaII]/lﬂZ IToren tect Moxe Ja C€ Ha3sHAa4Yu B CIIYYAWUTEC, KOraToO BB3PAaCTCH MMa IpHU3HAIU U
CUMITOMH Ha MYKOBHUCIIM/I03a W/MIU UMa ONU3BK POJHHMHA, KOUTO € OWJ JAMAarHOCTUIIUPAH C
kucTo3Ha ¢pubpo3a. Te3u mpusHaIM MOTAT Ja BKIIIOYBAT:

e XPOHHWYHA KaIIJIWIIA C OT/EJISTHE Ha I'bCTA, JIeTIKaBa CiIy3 (TIOHSIKOTa U KPHB)
e TIOBTApALIM CE WIM NEPCUCTUPALIH (IPOIBIDKUTEIHN) UH()EKINU Ha IUXATEIHUTE MbTULIA,
KaTO HAaIpUMep XPOHWYEH OPOHXUT WM PEIUANBUPAIIN THEBMOHUH
e penuaAMBUpALIM WHPEKIMH HA CHHYCUTE WM HA3aJIHA KOHT'€CTHUS, IPUYMHEHU OT MOJIUIH B
HOCa
penuauBUpaIia KopeMHa 00JaKa ik TuckoMdopT
XPOHUYHA JUAPHS WU OTJCISHETO HAa Ma3HHU N3NPAKHEHHS ChC 3JI0BOHHA MUPH3Ma
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3ary0a Ha TerJIO WM HEeJOXPaHBAHE;
XUIOIPOTEUHEMHUS
0e31m1oue Mpu MbKe — a300CIePMUs
acTeHMYeH XaOuTyc U 3a0aBsiHE B CEKCYaTHOTO Pa3BUTHE.
4epHOIpoOHa IIUPO3a C MOPTAIHA XUIIEPTOHUS.
3axapeH quaber, NpuapyKeH ¢ 6eI0IpoOHH OIIaKBaHUSI.
ITarkpearury.

e [IpwcTu TN "bapabannu manku".
Pesyararu: Kounenrpauus Ha XJopuad B mOT paBHO M Hag 60 mmol/L — pe3ynTtarsT e
MoKa3zaTejaeH 3a MyKoBuciuao3a. Konmentpamus Ha xuopuau B noT nox 30 mmol/L —
MYKOBHCIIM103a € MaJKO BeposiTHA. [Ipu ycTraHOBABaHE Ha MEKIMHHU CTOMHOCTHU 34 KOHLIEHTPALIMs
Ha xyopuau B moT 30-59 mmol/L crneaBa ga ce koMOWMHHpa C TEHETUYHO W (DYHKIHMOHAIHO
u3cneasane Ha CFTR. To3u nmoaxon yBennyaBa BEPOSITHOCTTA 32 UACHTU(PUIIMPAHE HA JIULA, KOUTO
MMaT PUCK OT Pa3BUTHE HAa MYKOBUCIUO03a WIM MMaT TakaBa, C KOETO C€ IO3BOJISIBA MO-paHHA
TeparneBTUYHA UHTEPBEHIIUS U NMPOMSIHA Ha TpeakTopusTa Ha O6osnecrra. [Ipu oTpunarenen tect, HO
BICOKA CTEIICH Ha OCTABALIO ChbMHEHNUE, TeHETHYHOTO H3C/ICABAHE [IaK ¢ [I0Ka3aHo ..
I'enernuno u3ciaeaane: Mytamuure Ha CFTR ce pasgenar Ha miect kiaca, ONpenesieHH OT
cnenuduuHu nedeKkTd B cUHTe3a, Tpaduka, QyHKUIUATA WIIH crabunnocrral. Msnonssanero na
reHetuyHn m3cinenBanuss Ha CFTR 3a  nuarHoctunmpane Ha MYKOBHCIMI03a HM3HCKBA
UACHTUQUIMPAHUTE MYTAllUU J1a UMAT J0Ka3aHa Bpb3Ka ChC 3a0oisaBaHeTo. JleMoHCTpanusaTa Ha 2
UH-TPAHC MYyTallMM, 33 KOUTO C€ 3Hae, 4€ BHUHArM BOJSAT JO MYKOBHMCIMI033, € JOCTaThYHO
nokazatenctBo Ha guchyHkius CFTR. Axo e u3BecTHO, 4e HACHTU(ULMPAHUTE MYyTalH ca
CBBpP3aHU C HEIIOCTOSIHHU PE3YyJITaTH, M UMAT HEU3BECTHA BPB3Ka, IIPU KOSTO TEHOTUIBT HE MOXKE
Ja aoBesae 10 (EeHOTUIT Ha MYKOBHCLMI03a, Ipyru u3cinenBanus Ha ¢yHkuuara CFTR morar na
MIOMOTHAT" .

3. Jleuenme

Jleuenuero Ha kucto3Ha ¢uodpo3a ¢ OenoapodHu mposisu (MKb E84.0) ne e necno. llenute Ha
JIEYCHUETO ca JOCTUTaHEe Ha TO-IBITOTpaiiHa peMHCHs, MOJAbpkaHe Ha 100pa OemompoOHa
GyHKIUS U MO-A00pO KauecTBO Ha KHUBOT, 32 KOETO € HeoOXOoauMa KOMIUIEKCHA, ABITOTpaliHa U
epukacHa Tepanus. [IpopunakTuka Ha IPOrpecUpaHeTo Ha O0eT0IPOOHHUTE YCIOKHEHHS C€ TMTOCTUTA
Yype3 OCUTYpsiIBaHE Ha JOCTHII HA BCHUKH MAIMEHTH 1O paHHa JWarHo3a M TepamuH C JOoKa3aHa
e(beKTI/IBHOCT[G] :

BaxHo 3HaUeHHE MMa BUCOKO KAJIOPUUEH XPAaHUTENEH PEKUM-MUHUMYM 5 XpaHEHUS B JEHOHOIIIE.
Hanuumero Ha OOSKTUBHM KPHUTEPHH 32 JUATHOCTHIIMPAHE HAa XpaHUTENHA HEAOCTAaThUHOCT H
OTJIEITHO OT TOBa Ha 0ENOAPOOHO ChCTOSHUE, KAKTO U ChITIACYBaHHU IJIAHOBE 3a JICYCHUE 33 BCAKA OT
Te3M [Be KOMIIOHEHTH TO3BONABAT IMO-100pO HAOMIOACHNE U MHAMBAAyalHa 0OpaTHa Bpb3Kal . 3a
TOBA JICUEHUETO Ha MAI[MEHTH C MYKOBHCIIMI03a TPsIOBa Ja ce MPOBEXAa OT MYJITHIUCIUIUITMHAPEH
CKHII.

T'omsiMo 3HaYeHME WMa aHTHOMOTHYHATA TE€pamud, BOJACHA OT MI/IKPO6I/IOJ’IOFI/I‘-IHI/ITC peE3yTaTH.
Tepanusita TpsOBa 3aABHKUTEITHO Ja € ChboOpa3eHa ¢ aHTHUOMOrpamMaTa Ha OPOHXHUAIEH CEKPET, IO
BB3MOXHOCT B3€T 4YpE3 6p0HXOCKOl'II/I$I C IMPOTEKTHpaHa YC€TKa 3a n30ArBaHe Ha KpOC-KOHTaMHWHalWA
¢ opodapunreanna ¢iopa. CnekTbpbT Ha OaKTEpUATHUTE MAaTOTEHH, CPEIAIld Ce MPU KHCTO3HA
¢bubpo3a ¢ 6enoapoOHN MPOSBU, C€ pas3IIUpPsIBa MPe3 MOCIETHOTO AeceTmieTne. B qombiHeHne Kpm
yCTaHOBEHUTE marorenu, karo Pseudomonas aeruginosa, Burkholderia cepacia u Staphylococcus
aureus, HOBU ['pam-oTpuniateTHu HepepMEHTUPAIIA OAKTEPUH U HETYOCPKYIO3HU MHUKOOAKTEPUHU
ca HpI/II[OGI/IJII/I IIO-TOJIAMO KIIMHHUYHO 3Ha‘-IeHI/I€[8]. OT ro/iIMO 3HAYEHHUE € JICUEHHETO Ha TaKWBa
MAIMEeHTH J1a C€ BOAW B 3BEHA C KOMIIETEHTHOCT KBM 3a00JISIBAHETO, ChC CIICIIUAIHU MEKpH 32
NPOTHBOCHHIEMHUYEH KOHTpoJ. BHHUMarenHoto wHaOmoneHne u JedeHue Ha Pseudomonas
0enoapoOHa HHQEKIHS, KAKTO U CerperalusTa Ha MalueHT! ¢ pa3IniyeHa IMajJuTpa OT MPUINHUTEITH
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Ha WHQEKIUA mono0psBaT KIMHUYHUS PE3yATaT, KaKTO H Hpe)KI/IBSIeMOCTTa[g]. HoBa undexuus c
Pseudomonas BHHAr| ce JIeKyBa, Thil KaTo HeleKyBaHa BHHAruB xponnduimpal”. 3a epagukaims
Ha Pseudomonas ce moaxoxza ¢ 28 THU HHXAJIATOPEH TOOpaMUIIMH, HITH 10 3 Mecella HHXalaTOpeH
KOJIUCTUH C TEepOpajieH HUIPOQIOKCAMH. 3a MalMeHTH C XPOHWYHA MHQEKIHS ce MpeArnpueMa
IBIATOTpaiiHa aHTHOAKTEpHUATHA Tepanus ¢ 28 JHEBHO MHXAJIUpPaHE HA TOOPaMUIMH TOCIEABAHO OT
28 mHM mo4YMBKa. ANTEPHATHBH Ca MHXAJIATOPEH a3TPEOHaM, KAKTO U MHXAIATOPEH KOJIHCTHH.

ITo/I3BaHeTO HA AUXATETHA PEeXaOMIMTALNMS C MOCTYpaJieH JAPEHaX W JUPKUPAaHA KalllIuIa,
KaKTO U JAPYTU METOJM Ha OPOHXHMAITHO OYHCTBAHE Ca C BUCOKA CTETICH Ha Hpenopuca[e].
MykoauTHIH: ETUHCTBEHHSIT MYKOJMTHYCH arcHT, KOWTO € JoKa3aldl e(pHKacHOCTTa CH IpPH
MYKOBHCIIHI03a € opHa3a anda. [IpoyuBanusita moka3Bat moaoopenus B 6enapodHaTa GyHKIUS U
HaMaJsiBaHe Ha OeJ0ApPOOHHUTE eK3alepOalry HE3aBHCHMO OT TEXeCTTa Ha 3a00JIIBaHETO.
Edekture oT JiedeHWETO ce TYOST, KOTaTo JICYCHHETO Ce MPEKpaTH, 3aToBa € HEOOXOIMMO
JTBJITOCPOYHA MOIbPIKaIIa Tepanm[G].

Xuaparupama tepanusi: J[uxareqTHUTE MBTUINA MPH MYKOBUCIUAO03a C€ JACXUIPATUPAT MOPATU
KOETO, MMOBBPXHOCTHATA XUAPATAIIUSA MOXKE Ja C€ OCHIISCTBH C OCMOTHYHHU areHTH. MexXaHu3MbT Ha
JICHCTBHEC ce pa3inyaBa OT TO3W Ha JOpHa3a ainda W JaBara MOAXOJa ca JOIBJIBAINU Ce.
XHUIEePTOHUYHKS Pa3TBOP HA HATPUEB XJOPHUJ KAKTO M MAHHMTOJ Ca HAJIMYHU KaTO MHXAJAllMOHHHU
cpeactBa B EBpoma. /lokazaHo e, ue XuUNepTOHUYHHUAT ¢uznonoruyeH pasrop (7%) HamansBa
OemonpoOHUTE OOOCTpSHUS M HE3HAUUTENHO MomoOpsBa OemonpobHata ¢yHkius. W aBata
pa3TBOpa JEHCTBAT KaTO MPUTAHTH M M3UCKBAT MPEABAPUTEIIHO TPETHPAHE C OPOHXOAMIATATOP U
II'bPBOHAYAIHO TECTBAHE 32 nonocumoct®.

AHnTHOaKTepuaTHA Tepanus: BugoBere HHPEKIUS P MyKOBHUCIIMI03a MOTAT JIa CE pa3leisT Ha
ocTpa, UHTEPMHUTEHTHA M XPOHWYHA. Tepamusara ce BOAM Ha 0a3zaTa Ha MPUUYMHUTENS U TOpHATA
Kiacupukanus. XpoHHYHATa WHQPEKIUS H3UCKBA JIBITOCPOYHO HWHTCPMHUTCHTHO W aJITCPHUPAIIO
WHXAJATOPHO JICYCHHE 1 Jleuenue ¢ MaKpOJUIN € YMECTHO, BEPOSTHO MOPaIU ABOWHUS e(heKT KaTo
AHTHOAKTEPUATTHA U UMYHOMO/TYJTUPAIIA areHTH.

Benoapo6Ho NpoTHBOBBL3NATUTEIHO JedeHHne: Bucoku no3m nbympodeH, ca moxasamu epexT B
HaMaJIiBaHETO Ha CKOpOCTTa Ha 3aryba Ha OenojpoOHaTa (QyHKUUSA -, JOKAaro JApYyru
[IPOTUBOBB3MAIUTEIHH OINIMH ca 6e3 JoKa3aTescTBeHa 0asa.

Bpouxoauaararopu: OpoHXOIWUJATATOpPHA Tepamusi € TOoKa3aHa MpU HaJIuuhe Ha obOpaTuMma
OpoHXHaTHa 0OCTPYKIIHS, C IeN TO00psBaHe HAa OPOHXUATHUS JTPEHAK.

CTFR wMoaynaropu: 3a BB3pacTHM M JleHa Ha Bb3pacT 6 TOAMHM U TO-BB3PACTHH C
MYKOBHCIIM/103a, AbJKAIla C€ Ha TeUTUHT MyTanuu, pa3nuuHu ot G551D unu R117H, ce npasu
yCJIOBHA TIperopbka 3a jedenue ¢ Makadrop. Tesnu ¢ aBe konus Ha F508del myramus, ce mpasu
CHJIHA mpernopbKka 3a jeueHue ¢ Mpakadrop/JlymukadTop 3a BB3pacTHHU W Jela Ha Bb3pacT 12 u
noBeue roguan ¢ ®EO1 mo-manko ot 90% OT mpenBHACHOTO; W YCIOBHA MPETIOPHKA 3a JICUCHUE C
I/IBaKa(bTop/HyMHKa(leop 3a BB3pACTHU U Jienla Ha Bb3pacT 12 umm moedye rogunu ¢ OEOI,
nazruasam 90%M,

Besnogpo6na TpancnianTanus: 3a BB3pPACTHU C KHCTUYHA (GuOpo3a, mpu KouTo OernoapoOHa
¢byaxkmmst ®EO1 < 50% mnpens. cienBa 1ga ce JUCKYyTHpa TpeakTOpusTa (€BOJTIONMITA) Ha
3a00IIIBaHETO U BB3MOXKHOCTTA 3a JIMCTUHT 3a Oeno/ipoOHa TpaHCIUIaHTarus. Te3u mainueHTu cie
JTUCKYCHATA, aKO TpaHCIUIAaHTAlUATa C€ TpHEeMe 3a OIHUs, CJeaBa Ja C€ HacodyaT KbM
CHeIHaM3upaH MeHTHP 32 OlleHKa 3a OenoapoOHa TpchnnaHTaum{[lzl

MoHnuTopupaHe Ha CbCTOSHHMETO: YECTOTAa BEAHBXK Ha 3 Meceua M IpU CUMIOTOMATHYHO
oboctpsine. O6em mouutTopHU neitHocT: OUJI+B/IT mpu Bcsika Bu3uTa. MukpoOuoiorus mnpu
Bcska Bu3uTa. OlLlEHKa Ha CTaTyC U MHXaJaTOpHA TEXHHKA MpU BCsKa Bu3uTa. PeHTreHorpadus Ha
topakc 1 mpT rogmmHO + mpu Hyxkna 3aeqHo ¢ CT. CkpuHHHr 3a Aua0er, MaHKpEaTwur,
0CTeoIopo3a, YepHoaApoOHa creato3a/nupo3a, I'EPJI, konctunamus. ThpceHe Ha MEIUKaMEHTO3HA

45



TOKCHUYHOCT.

Kuciopoaorepanusi 1 HeMHBa3MBHa BeHTWJaunus: Kuciopomorepanusra npu MalUEHTUTE C
MYKOBHUCIIM103a IOCTUTa 3HaYMMa PeIyKIMs HA CHMOTOMUTE U BOJM J10 IICUXHUYECKO CIIOKOWCTBUE,
HO JBJITOCPOYHU €(QEeKTH BBPXY MNPEKUBIEMOCTTA JIMNICBAT 32 HHUCKOACOUTHUTE OIIIUH.
XunepbapHata OKCHUI'€HalUs MMa IyOJMKaluM, ue IoA00psBa OakTepualHaTa epajguKaius
CBBMECTHO C IOJXOSIIO aHTHOAKTEPHAIHO JiedeHne . PolisTa Ha HeHHBA3HBHATA BCHTHIIALIAS B
X0Jla Ha 3a00JIIBaHETO BCE OLIE YaCTUYHO MPUHAUIEKHU KbM ,,cUBaTa” (HEJAO0Ka3aHa) TepareBTUYHA
uHTepBeHIMA. Bebmuoct NIV Haii- dWecTto ce U3MON3Ba KAaTo MOCT KbM  OenoapoOHa
TpancianTarus Y, 3amoTo ¢ edeKTHBHA TEXHKKA 3a CAHMpAHE HA AMXATEIHHTE IHTHIIA U € I10-
I00Bp OT HHUCKO-IEOWTHATa KHUCIOpOJHA Tepamus 3a JICYCHHE Ha HOINHA XHIIEpPKAITHUYHA
pecnupaTropHa HeJJOCTaThYHOCT. Bb3elicTBueTo BbpXy OenoapoOHUTE ex3anepOaiuy, nporpecusra
Ha MYKOBHCIH/I03aTa ¥ (PH3UUECKHUS KaalUTET 3a YIpakHABaHE OT npuiaranetro Ha NIV e HescHo,
Thil KATO BCE OIIE JIMICBAT ABITOCPOYHH PAHIOMH3HUPAHH KOHTpOIMpaHu npoyusanmsl ™, NIV
obaue € HaASKIHO JICUCHHE HAa OCTpa PECNHUPATOPHA HEJOCTaTBUYHOCT INPH MYKOBHCLU03a,
n30srBaliku HEO0OXOAMMOCTTa OT MHBAa3MBHA MEXaHMYHA BEHTWJIALUS M ACOLMUPAHUTE CEPUO3HU
YCIOKHEHHUS.

JleueHue Ha 6&110)1[)061—[1/1 YCIO0KHEHHUS: THCBMOTOPAKC, XEMOIITOC, [UXATCIIHA HEAOCTATBhYHOCT CC
JICKYBAT C"bO6p8.3HO CTaHJapTa 34 JICYCHHUC Ha TC3HU CbCTOSAHUSA.

MYJITI/IIII/ICIII/IHJII/IHapHI/ISI CKHII, Tpi[6Ba Ja UMa 1 4JICH C YMCHHU: 3a CIIPAaBAHC C ICUXOCOLUATIHU U
CMOIMOHAJIHHU HpO6HeMI/I, BB3HUKBAIIU YC€CTO IMPU Bb3PACTHUTE MAUCHTH C MYKOBUCIIUA03A.

VI. AAUOITATUYHA BEJOJAPOBHA ®UBPO3A

1. BobBeaenmue:

Hnuonaruunara Oenoapodna d¢uodpo3a (IPF) e cnemudpuuna dopma Ha XpOHHMUHA,
nporpecupaiia, (uoOposupaiia WHTEPCTUIMAIHA ITHEBMOHHS C HEM3BECTHA MPHYMHA,
BB3HUKBAIlA MPH BB3PACTHU MAIMEHTH. PEHTreHOBUTE W/WJIM XHUCTOMATOJOTHMYHU MOJIETH
OTrOBapsAT Ha OOMKHOBEHA MHTEPCTUIIMAIHA MTHEBMOHUS PbkoBoacTBa 012011, 2015 1 2018r.
AKTyaJIU3UpaT MPENOpPbKHM OTHOCHO JUMArHOCTUKAaTa W JeyeHuero Ha mnauueHtu ¢ [PF.
TepmunbsT UIP (0OMKHOBeHa HMHTEpCTHIIMATHA TTHEBMOHHS) C€ OTHAcsi [0 Halude Ha
paguonornunu ( HRCT) u xuctojormunu mposiBM Ha uavonaruyHa OenonpoOHa (ubposa.
Tpsabsa na ce or6enexu, ue monensT UIP He e ciennduueH u Moxe 1a ObJ1e BUASH IPU IPYTH
CBHCTOSIHUS KaTO 3a00JISIBAaHUS HA CheAMHUTEIHATA ThKaH, a30ecTo3a u JIp.

Enupnemuonorus. Yecrorara Ha IPF Bapupa mexny 6-14/100,000, HO Moke 1a JOCTUTHE U 10
175/100000, mpu nmauumentu >75 ronunu. Cpeia ce mo-4ecto npu Mbxe. CpegHara Bb3pacT Ha
MposiBa Ha 3a0oiisiBaHeTO € 66 roguHu. @amunHaTta Gopma e 1o0pe mo3HaTa U ONKUCaHA, HO CE

cpera psKo.

2. Ilarorene3a u IlaTtodusnonorus. /o ckopo ce cuuTaiie , 4e OCHOBEH MAaTOTEHETHYEH
(akTop, CTOAII B OCHOBAaTa Ha Pa3BUTHETO Ha 3a00JSIBAHETO € XPOHUYHOTO Bh3manieHue. Tasu
Teopusi 6€ ocriopeHa B CBETJIMHATAa HA MHOTO HaOJIO/ICHUsI, KOUTO TOKa3axa, 4e Bh3MaJICHUETO
HE € OCHOBHa OTJIMYMTEIHA YepTa Ha NATOJOTMYHMUS TMpOlleC M Y€ OTrOBOPHT Ha
,[IPOTUBOBB3MAIIUTEIIHOTO JICUCHUE" CBC CTPOMAM € JIom. AJITEpHATUBHA M HACKOPO
(daBopu3MpaHa TeOpUs € Ta3W, CBbP3aHA C XPOHUYHA, MIOBTApSIINA CE ATBEOJapHA CMUTEIHATHA
yBpeda BoJenla JUPEKTHO 10 IMAaTOJOTMYHU IPOIECH HA BB3CTAHOBSIBAHE C AKTUBHpAHE Ha
ME3EHXMMHH KJIETKU U Qopmupane Ha ¢uOpodbmacTHu U MHOPUOpoOIacTHH (POKycH, KOUTO
CEeKTepUpaT EKCLECUBHO €KCTpalelyJapeH MaTPpUKC M MPEeAH BCUYKO KOJareHu. MexaHu3MbT
Ha yBpexxaaHe Ha Oenust 1po0 ocTaBa HEM3BECTEH. VI3BECTHHM TpHUrepH BKIIIOUBAT MHXATAIHSITA
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Ha METaJIeH U ABPBECEH Ipax, TIOTIOHOIyIIEHe, racrpoecodareaneH peduykc. Baxna pons B
pa3BuTHeTO Ha (pubpo3ara MoXKe Aa Urpae MPOAYKIMATA HA HUTOKMHM (HAIp. MHXUOUTOPU HA
aKTHBAaTOpa Ha IUJIa3MHHOTE€HA, MAaTPUKCHUTE METAJINPOTEHHA3H, TapaHCHOPMUPALIHST
pacTexxeH GakTop — 6era) OT aJIBEOJAPHUTE CMUTEITHH KICTKU. | eHeTHUHH (aKTopu M3IIeKAa
uMaT BaKHA poJisi B maroreHe3ara Ha ¢uOposara , Hanmp. MUCSB u ELMOD2 rennu
HOJIMMOPHU3MH M MyTallMU Ha TEIOMepasarta.

3. KiIMHMYHHM CHMITOMH

TunugaoTo OpeACTaBAHC BKIIKOYBA MNOCTCIICHHO HA4Yalo, 3aAyX H KalllMla IOpH YCHIIUC.
HepI/IOI[’bT OT Ha4aJIOTO Ha CHMIITOMHUTC A0 KIHMHH4YHATa IIposABa Ha 3a00/I1BaHETO CE
H34YHCIIABa Ha 9 MccCcCla. 5% ot OIIAIMCHTUTC HC CIIOACIIAT 3a CUMIITOMH, KaTO € BB3MOXHO
TOBa [a € B pE3YyJITaT HA HEAOCTATbYHATA UM CY6GKTI/IBHa oneHka. OU3NKaTHOTO M3CIIeABaHE
MOKC Oa YCTaHOBH :

[] ®unHu 6uba3aTHU KHCHU UHCIUPATOPHU XPUTIOBE

(1 Ilpomenu Ha ¢amaHrure Ha pbhIETE MO TUNA Ha OapabaHHU MaJKW M HOKTH THII
YaCOBHUKOBO CTBKIIO

[J Ilmano3a W KJIMHMYHMA Oene3d Ha MyJIMOHAJHA XUIEPTOHUSI TMPU HaNpeABaHE Ha
3a00JIsIBaHETO.

4. JImarno3sa:

 JlaGopaTopHu M3cjeaABaHus : MoraT jaa ce ycraHoBsAT yBenudenu CYE, CRP , neka
aHemus , jeko nmo3utuBHM RF w/mmu ANA mpu nmmca Ha MOIJIEXamio CHUCTEMHO
3a00J1sIBaHe HA ChEIMHUTENTHATA ThKaH.

. (DYHKUUOHAJIHO H3CJIeBaHe HA IMIIAHETO. THUIHYEH PECTPUKTUBEH MOJIEI Ha
BEHTUJIATOPHA HENOCTAaThYHOCT C TNOoHWKeH BK u Hapymienue B TpaHcropra Ha
KpBbBHUTE Ta3oBe, O2 carypanusita € 00uyaifHO peaylnupaHa , B YaCTHOCT MPHU YCHUITHUE,
W3CJIEABAHETO HA apTE€pUAIHUA KPHBHH Ta30BE MOKE Ja MOKaXEe HAJMYMEe Ha IUXATeJIHa
HEJIOCTaThYHOCT.

"I TopakajHa peHTreHorpadgus : nepudepHu u 06a3aaHU PETUKYJIAPHU 3aCEHUBAHUS ,
MOHSAKOI'a MOTaT J1a ObcaT 3aCerHaTu U IPYTU 30HU, HATUYKME Ha IPOMEHM TUI ,,[TYesTHa
MUTa*; B peIKU CIy4ad HOpMalHa peHTreHorpadus

"I HRCT wmopnen BxiouBail OunaTepaliHu, nepudepHu u CyOIIeBpalHU PETUKYIAPHU
3aCE€HYBaHUs, C IPOMEHU THUI MMYeSTHa MMUTA, TPAKIIMOHHU OPOHXHEKTa3HH, IPOMSIHA B
ApPXUTEKTOHWKAaTa W MUHUMAIHHU WM JIMIICBAIld TPOMEHU THI ,,MaTOBO CTHKIIO.
[IpenumHo 0Ga3alHO aHTaKMpaHE IO-U3PA3E€HO IMPH HAmpeaBaHE Ha 3a00JSBAHETO.
Crenenta Ha CT npomeHum Kopendpa ¢ MNaTOPU3UOIOTHUYHOTO —YBPEXKIAHE.
JIOMUHMPAIIOTO HAIWYKE HAa MPOMEHU TUI MAaTOBO CTHKIIO MpEoiara HaTi4ueTo Ha
oenoapobHa (ubposza, paznuuna ot IPF m m3uckBa oOmucisiHETO Ha OenoapoOHa
ouorncus.

"I BAL psako HOcH mosie3Ha HHGOpMAalLKs U HE Ce M3MCKBa KaTO PYTHMHHO HM3CIIeABaHE
npu nanuentu ¢ [PF. Pe3yntarute THNMYHO MoKa3BaT HaJM4Me Ha HEyTpopwius , a
TIOHSKOTA U JIeKa eo3nHOpMINA. MapKkaHTHA €03UHO(MITHS
>20% u mumdonuTosa >50% ce acouuupar ¢ aNTepHaTUBHA TUATHO3a

- Bemoapoona omoncus (mocpeacteoM VATS wim TOpakoTOMHs ) Ce HajaraT Mpu
CBMHUTEITHA THarHo3a
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"1 Tpancropakaina EXOKI' e nokazaHa mpu cenekTHpaHM MMALlMEHTH C OIJIE] OLIEHKa
Ha PAP

Xucrtosoruuno usciaeasane . UIP e mogen Ha ¢pubpo3a xapakTepusupalll ce ¢ TeMIIOpaIHa 1
CenTallHa XETePOreHHOCT, YYacThIM C aKTUBHU (UOpOOIAcCTHU (OKYCH, pa3smpbCHATH CPEN
y4acThIM OT yBpeJeHa CTPYKTYypa THII ,,[TYelIHA MUTA*, OTpa3siBallll XPOHUYHO YBpEXKIaHE U
y4acThIM OT HOpMajHa 0elopoOHa ThKaH , Pa3IMYHMU CTaJWU OT EBOJIOIMATA HA Hporpeca
Ha 3a00JI5BaHETO B PA3JIMYHU Yy4acThIU Ha Oenus ApoO. MHTepcTUIIMATHOTO Bb3MANCHUE €
MUHUMaTHO. HammyHau ca choOmeHUs 3a TUCKYTaOWJIHM Cllydad WM pPa3MHHABAHE B
CTaHOBHI[ATa Ha MNATOJO3UTE OTHOCHO Hajuuuero Ha monen Ha UIP B marepuanure ot
OemonpoOHa OUOTICHSI, KATO B TAKWBA CIIy4ad CE€ MPENophYBa IMOCTABIHETO HA JUArHo3ara Ja
CTaBa clie/l KIIMHUYHO, PAJUOIOTUYHO U XHUCTOJIOTUYHO 00CHKIaHE.

Jluarno3ara MOXXe ChC CHTYPHOCT Jla OBJIe IMOCTaBeHA B IMO-TOJIIMATa 4acT OT CIydauTe Ha
Oazara Ha iMHU4YHUTEe ganHuTe u  ganaute o HRCT. Ha Tabn.l ca moka3aHu
peHTreHosornuHuTe xapakrepuctuku Ha IPF (2). BenonpoOnaTta Ouorcus He ce IpernopbyBa
npu nanuenTu ¢ KiuandHd 1 HRCT nannu 3a IPF, HO Moke ma Obae cpeacTBo Ha U300p mpu
HaJIMYME HA HETUIUYHO MpEACTaBsiHEe (HAmp. MPEIOMHUHAHTHO HAJIMYUE HA IPOMEHH THII
,,MaTOBO CTBKJIO* , HOAYJIH, KOHCOJIMJAINH, aHTaKupane Ha ropauTe Jo6oBe Ha HRCT, mmaga
BB3pact) [Ipu HeoOXxoauMocT OuoncusATa MOXe Ja ObJe ochlecTBeHa B xoaa Ha VATS nmu
TopakoTomus. TpaHcOpoHXHMaTHa OWOIICHS HE CE NPErnopbhYBa, Th KAaTO MaTEpUATBT OT
nmpobara 4ecTo € HeJJoCTaThueH U HenH(popMaTuBeH.(2)

Tabmn. 1
uiP Probable UIP Indeterminate for UIP Alternative Diagnosis
Subpleural and basal Subpleural and basal Subpleural and basal predominant ~ Findings suggestive of another
predominant; distribution is predominant; o . diagnosis, including:
often heterogeneous* distribution is often Subtle reticulation; may have mild 4 o7 faatres:
heterogeneous GGO or distortion ( ea”y UIP
pattern”) ° Cysts _
Honeycombing with or without  Reticular pattern with peripheral o ° Marked mosaic
peripheral traction traction bronchiectasis or  CT features and/or distribution of attenuation
bronchiectasis or bronchiolectasis lung fibrosis that do not suggest ° Predominant GGO
bronchiolectasis’ , any specific etiology (‘truly ° Profuse micronodules
May have mild GGO indeterminate for UIP") © Centrilobular nodules

° Nodules
° Consolidation

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

¢ 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 ~ 18
CTD/drugs)




JAnarnoctuunu kpurepuu 3a IPF

1. UzximrouBane Ha Apyru u3BecTHH npuynnu 3a ILD ( Hamp. mpodecrnonanna ekcrno3unus Ha
BPEIHOCTH HA OKOJIHATA Cpefia, CUCTEMHU 3200 IsIBAaHUS, MEIMKAMEHTO3HA TOKCHYHOCT U JIP.)
2. Hannuunero na HRCT mogen na UIP
3. Cneunduunn komOuHarmuu ot moienu Ha HRCT um XHCTONATOJIOTMYHU MOJENH TIPH
MalUEHTH, TTOJIOKEHH Ha Oeo1poOHa OHuomcusl.
[Manmentu cbe cebMuenue 3a [IPF mppBoHauanHo ce oueHsBaT 3a WACHTU(UIMPYEMU TPUYHHH 32
WHTEpCTUIMAIHO OenmoapobHo 3abomnsBane (ILD), kato Hanmpumep BbTpeliHa U npodecuoHaIHa
€KCITO3UIIUsl Ha BPEeIHU (PaKTOpU Ha OKOJHATA Cpena, 00JIECTH Ha CheAMHHUTETHATA ThKaH WIH
JIEKapCTBEHA TOKCUMYHOCT. AKO MMa MOTEeHIHAIHA npudrHa 3a ILD, manueHTsT ce mojjara Ha
Mo-331bJI00YCHA OIICHKA 3a TMOTBBPXKIABaHE WM M3KIIOYBAHE HA XUIEPCCH3UTHBCH
MTHEBMOHHT, OOJecT Ha ChEAMHHUTETHATa TbKaH, MHEBMOKOHMO3a W STPOT€HHU MPUYHHU
(Hamp.J1ekapcTBeHA TOKCUYHOCT U paJnanus). AKO HE € OChIIeCTBEHA crieln(uyHa Juarto3ara
WK HsAMa ueHTUUIMpaHa MoTeHIanHa npuunna 3a [ILD, cnen ToBa KIMHUYHATA HAXOJKA U
HRCT ce pasraexaar mo BpemMe Ha MyJTHAUCHUNIMHAPHA TUCKYCHS KOSTO Ja YCTAHOBU WJIU
a u3KIoun guarnosara IPF
IPF ce pamarHoctummpa, ako ¢ Ha Juie komOmHamus oT wmonxenmun Ha HRCT wu
XUCTONATONOTHYHH MojaenH. (2). Tabn.2
JudepeHnuanna 1Mario3a
(] JleBocTpaHHA ChpAe4YHA HeAOCTATBYHOCT (uecta kiuHuuHa [JI rpemka mpu IPF,
KaToO Ha MAalUEHTUTE YECTO CE€ Ha3HAUYaBaT IUYPETHUIIH.
[} ®dudpornyHa HecnienupUIHA MHTepPcTUIIHATHA (puOpo3a uiam apyra ILD
[] Azdecro3a
[J CheIMHUTETHO-TBKAHHO 3a0oJisiBaHe (MOXXe Ja WMa TOJOOHW KIMHUYHH U
paauonoruyHu npomenu ¢ moaen Ha UIP.
[J XpoHUYHA XHNPCEH3MTHBHA MHEBMOHMS (T10J103Mpa C€ MPHU TUIUYHO aHTAKUPaHE
Ha TOPHUS/U CPEIHUS AT , MUKPOHOAYJIAPHU , IPOMEHH THII ,,MaTOBO CTHKIIO 30HHU C
HaMaJieHa Tpo3padyHocT, BAL ¢ quMQonuTHO mpencTaBsHe, HEYECTO , HO MOXeE Jia
0bae cBbp3ana ¢ mojaen Ha UIP
[J XpOHHYHA CAapKOUA03a
[] JlekapcTBeHO HHAYIUPAHU POMEHU

Taba. 2 Inarnosa IPF (2)

IPF suspected* Histopathology pattern

“ Indeterminate for :::egr::;ll\;e

Probable UIP IPF (Lkel)* Non-IPF dx

Indeterminate o Indeterminate :
for UP I (Likely) fo PFH Non-PF dx

Atemative SIS _ _ |
diagnosis Inon-IPF dx Non-IPF dx Non-IPF dx Non-IPF dx




5. Jleuenne:
Jleuenuero Ha IPF ce 0asmpa nHa npenopbkure Ha ATS/ERS/JRS/ALAT statement:
Idiopathic pulmonary fibrosis. Am J Respir Crit Care Med 2011 (1)
Jleyenne Ha nauuenTure ¢ IPF ¢ anTukoary/ant
[IpenopbuBa ce Ha KJIMHUYHUTE CIIEUUANMCTU J1a HE M3MOJ3BAT aHTHUKoaryiamus ¢ warfarin
npu nauuventu ¢ IPF, kouTo HAMaT Apyro M3BECTHO MOKa3aHME 3a U3IOJI3BAHETO MY (CHIIHA
Mpernopbka MPOTHUB, HUCKA YBEPEHOCT B OIICHKAaTa Ha e(heKTa).
O0ocHOBKA U cbOOpaskeHUs NPH NMPHUJIaraHeTo. Tazyu npernopbka OT/aBa royiiMO 3HAU4E€HUE
Ha TakvBa MOTEHLUAIHU HEXEJTaHW CTpaHW4YHH edekTH, kaTo cMbpT. Cropen akTyalHUTe
npenopbku 3a jedeHue Ha [PF (1) noBMILIEHMAT pUCK OT CMBPTHOCT Hajara CUJIHATa
Mpernopbka NPOTUB U3MOJI3BAaHETO Ha nepopaieH warfarin karo nedenue Ha IPF npu maunentu
¢ IPF. Ta3u mpemopbka ce oTHacCs caMo 3a IepopalieH warfarin ¢ TpUIIeTHH CTOMHOCTH Ha
MEXIYHApOAHOTE HOpManu3upaHo orHomeHue ot 2,0-3,0 u He BKJIIOYBaA ymorpedara Ha
JpYTH aHTUKOAryJaHTHU 3a APYTH MOKa3aHus. [lanmeHTuTe, KOWTO UMAT JPYyro W/WUIH U3BECTHO
MOKa3aHWE 3a aHTUKOAryjalus, KaTo BEHO3Ha TpoMOoeMOonuyHa OO0JIeCT WM MPEACHPAHO
MBKICHE, TpAOBa Ja CIa3BaT HACOKWUTE 3a JICUCHHE Ha Te3W 3a00JSIBAHUS HE3aBHCHMO OT
ocHoBHaTa uM guaruosa IPF.
Jleuenue Ha nauuenture ¢ IPF ¢ Imatinib
Imatinib e moreHManen uHXUOUTOP Ha OemompoOHaTa (hubpobdiacTHA- MUOPUOpoOIaACTHA
nudepeHnranus u npoiaudepanus, KakTo ¥ KaTo UHXUOUTOpP Ha U3BBHKIIEThYHATA MATPUKCHA
npoxykius upe3 mHxuOupane Ha PDGF um TpanchopmupaHe Ha CHTHAJUTE HA PACTEKEH
dakTop- B.
IIpenopbyBa ce Ha KIIMHMYHHUTE CHENMAJINCTH 2 He M3MO0J3BaT imatinib npu nanmenTn
¢ IPF (cniHa npenopbKa, CpeiHa YBEePEHOCT B OLICHKATA Ha edeKTa).
O0ocHoBKa M cboOpaxkeHusi npu mnpuiaaradHero. Cropen axTyadHUTE MPEHOPbKU 3a
nedenue Ha [PF (1) Imatinib e cpaBHUTENHO CKBIO JEKAPCTBO O€3 aKTyallHU JOKa3aTelCTBa 3a
nom3a npu nanuenture ¢ IPF 3a mpemoTBpaTsiBaHe Ha mporpecusita Ha 3a00JSBAaHETO WU
CMBpPTHOCTTA. B KOHTEKCTa Ha JIMIIca HAa KIMHWYHA I10J13a, Ta3W IPENopbKa OTJaBa roJIIMO
3HAYEHHUE HA HeXEJIAaHUTE ChOUTHS U Pa3XOoJUTe 3a JICUEHUETO.
Jleuenue Ha manuenture ¢ IPF ¢ xomOmHammus or Prednisone, Azathioprine m N-
Acetylcysteine
Jlo ckopo e O6uia mpuera Te3aTa, 4Ye UMyHHaTa cynpecus € BaxHa 3a jeueHuero Ha IPF (1).
[Ipenmosnara ce , 4e pexuM C JBE JEKapCTBa, BKIKOYBAIL INTIOKOKOPTUKOUIMN C J00aBsSHE Ha
azathioprine umu cyclophosphamide moxe na uma mo-go0bBp e€deKkT OT CaMOCTOSTETHOTO
MPUIIOKEHUE Ha TIIIOKOKOPTUKOUIH (1).
IIpenoppyBa ce Ha KIMHUYHHUTE CHEHAJMCTH /1a He M3M0JI3BAaT KOMOMHUPAHA Tepanust
¢ N-acetylcysteine, azathioprine, u prednisone npu nauuentu ¢ IPF (cuina npenopbka,
HHMCKA YBEPEHOCT B OLICHKATA HA e()eKTa)
O0ocHOBKa M cboOpaxeHusi npu npujaranero. Cropex axkTyaaHUTE IPENOPBKH 3a
neuenue Ha IPF (1), Ta3u npenopbka ce 6a3upa Ha pe3yaTaTuTe OT €IHO OTAETHO IMPOYYBAHE,
KOETO € OWJI0O TNpeXJIEBPEMEHHO MPEKPAaTeHO IOpaau OMAaCHOCT OT YBpekaaHus . Tasu
IpernopbKa OT/AaBa TOJIIMO 3HAYCHHE Ha MOTCHUUAIHUTE HEXeTaHW e(peKTH OT JICUEHHETO.
Excneprure cunrar, ye Ta3u npenopbKa ce oTHacs camo a0 nanueHtute ¢ I[PF, nexyBanu ¢
7103a Ha JIEKApCTBEHUTE MPOJYKTH, U3MOI3BaHU B IIPOYYBAHETO, U HE € 3aJBbJDKUTEIHO Ja Ce
reHepanusupa 3a Jpyru GopMu Ha MHTEpCTHIMaTHA OenopoOoHa 0oJiecT WK APYrU J03U Ha
M3NHUTBAHNTE JieKapcTBa. He € MoCTUrHaT KOHCEHCYC KaKBO € IMOBEJEHUETO NPHU MAalMEHTH C
IPF, momywaBamnu apJirocpoyHa KOMOMHUpaHa Tepamus ¢ go0pa moHocuMmocT. [Ipu TakuBa
0OCTOSITENICTBA, C€ MPENnopbyBa JIKapsT Ja MpoBeae MHPpOpMUpaHa AUCKYCHS ¢ KOHKPETHHUS
MAIUEHT, C Led Ja c€ 00ChIAT MOTEHIMATHUTE BPEAU OT JICYEHHETO U J1a Ce B3eMaT MpeIBU]L
IIPUOPUTETUTE W NPEANOYNUTAHUATA Ha MalMEHTa. BbOpeku npeau3BUKaTeNcTBaTa IIpU
OmnpeleissHE Ha I0d3aTa 3a OTIACIHUTE NAlUEHTH, C TEe3H, KOWTO C€a OTrOBOPWIM Ha
KOMOWHUpaHaTa Tepanus, M3TJIeKaa YMECTHO Jia ce Ipepasriiefia TOYHOCTTAa Ha JUarHo3ara
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IPF u na ce B3eMar mpenBuj Apyry Mpolecu Ha 3a00JI1BaHETO, KOUTO MOKE J]a OTTOBOPST IO-
no0pe Ha ToBa JIeYCHHUE.

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

IIpenopbuBa ce Ha KIMHUYHUTE CHENUAJIUCTH Ja He H3Noa3Bar ambrisentan,
CeJIeKTHBEH eH/0TeJIMH-peleNTOPeH aHTaroHucT, npu nauuentTu ¢ IPF, He3aBucumo ot
HAJIMYUETO UJIM JIMIICATA HA 0eJI0APO0OHA XHUIIePTOHMS (CHJIHA NMPeNnopPbKa NPOTHB, HUCKA
YBEePEeHOCT B OLleHKATa Ha edeKkTa)

Ob6ocHOBKa H cboOpaskeHusi npu mnpujaranero. Cropej akTyaJlHUTE MPENnopbKU 3a
neuenue Ha IPF (1) He ce mpenopbuBa u3non3BaHeTo Ha ambrisentan npu manueHtu ¢ IPF,
KOUTO MMAaT Hpu3Hauu Ha OenoapobHa xunepronusa. Ha mauuentute ¢ IPF, kouto nmpuemar
ambrisentan, ce npenoppuBa Ja NPEKpaTAT JICUCHUETO, UMAaHKU IPEBU] JIUIICATa HAa 1033 U
MOTEHIIUATHUTE CTPAHUYHU €(PEeKTH.

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

Nintedanib € BBTpeKJIIEThYEH HWHXHUOMTOP Ha HIKOJIKO THPO3MHKHWHA3M, HACOYEH KbM
MHOKECTBO PELENTOPU Ha PACTEeXKHUS (HAKTOP, BKIIOUUTEIHO ChAOBUS €HIOTEIEH PACTEKEH
dbakrop, pubpobdbmacTHus pacTexxeH dakrtop u PDGF.

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

O0ocHoBKa M cboOpaxeHusi npu npuiaaranero. Cropen axkTyaJHUTE MPENOPBKH 3a
neuenne Ha IPF (1) ce oTmaBa ronsiMo 3HaYeHHE HA MOTEHIMAJIHATA Moj3a oT nintedanib 3a
BOXHUTE 32 MAI[UEHTUTE Pe3yNTaTH, KaTo Mporpecusi Ha 3a00JsiBaHETO, U3MEpPEHa ChC Claja
BbB ®BK, CMBPTHOCT , W MO-MaJIKO 3HAYEHME HA NOTECHUHUAIHO 3HAYMMHTE HEKEJIAHU
CbOUTHS U OYAKBAHUTE Pa3XxOAM Ha JIEYEHHUETO. 3a pa3siuKa OT M0- CEJIEKTUBHUTE HHXUOUTOPH
Ha TUPO3MH KMHa3arta, nintedanib usrnexna uMma moa3u npu BakHUTE 3a nanueHture ¢ [PF
pe3yiaTatu, BIIPEKH e He € Omil HaOro/1aBaH 3HaYMTeNeH eeKT BbpXy o0I1aTta CMbPTHOCT.
[Ipu Tepanusita ¢ nintedanib ce HaOMr01aBaT HIAKOU YECTH HEXEJAHU CHOUTHUS KaTo Juapus, u
NalreHTuTe TpsioBa na ObAaT HH(GOPMHUPAHH 32 TOBA IIPU B3EMAHETO HA PELICHUE 3a JICUCHHE.
[Ipu neuyenue c c nintedanib He € MMalo MOBHILIABAHE HA CEPUO3HUTE HEXENAHU CHOUTHUS U
CPaBHUTEITHO MO-MAJIKO MAIMEHTH ca MPEKPaTHIi IPUEMaHETO My TOpaJ i HEKENaH! €PeKTH.
He e n3BecTHO nanu TepaneBTUUHUTE MOJI3H 1€ CE€ PAa3InyaBaT MPHU MALUEHTUTE C MO-TEKKU
HapyleHus: B TecToBeTe 3a OenoapoOHa (QYHKUUS WIM HpU Te3H C JPYTrd ChI'BTCTBAIIM
3a0onaBanus. HsAkow OT manueHTUTe, ydacTBalld B KIMHUYHM [POyYBaHMs, ca OWIn
NAIMEeHTH ¢ AMarHo3a, yCTAaHOBEHA C KOMIIOTbpHA TOMOTpadus ¢ BUCOKA PE30IOLHNS, KOUTO
npenrnosiara Mojen Ha oOukHoBeHa uHTepcTunnaiia nueBMoHus (UIP) (u e o0o3HaueH karo
Mozen Ha “BepositHa UIP”), a He manmentu ¢ sicer monen Ha UIP (T.e., 6e3 MOTBBpKIECHHUE 32
OUIl ¢ xwupypruyHa OHOICHS MpPH MAIMEHTH, YUUTO PE3YITaTH OT KOMIIOTbhpHATA
ToMOrpadus C BHCOKa pE30JIIOLUS HE ca MoKasalu Mojen, oTroBapsn Ha sicia UIP). Ot
J0Ka3aTelcTBaTa HE Morar Ja Cc€ HampaBsT MpeAroJoXKEeHUs 3a ONTUMAalHaTta
INPOABIDKUTETHOCT HA TEpamusATa, U HE € M3BECTHO KOJKO Tpae €PeKThT OT JICYEHHETO C
TeKyIllaTa JeKapCTBEeHa Teparusl.

Jleenne Ha nanuenTure ¢ IPF ¢ Pirfenidone

Pirfenidone e nepopanen aHTU(UOPOTHYEH JIEKapCTBEH MPOAYKT C IUIEHOTPOIHO JeicTBHE.
Toit nokazaHo peryiupa BaXHU TPOGUOPOTUUHHU U MPOBB3NANTUTEIHN IIUTOKUHHNA KaCKaIu UH
BuTpo (1), kKato B CHIIOTO Bpeme HamalsiBa (puOpobOracTHaTta mponudepalus U CHHTE3a Ha
KOJIareH B )KMBOTHHCKU MOJIelH Ha 6enoapoOHa ¢pubdbposa (1).

IIpenopbuyBa ce HA KIIMHUYHUTE CIIENMAJTIMCTH 1a u3noia3Bar pirfenidone npu nmamuenTu
¢ IPF (yciioBHa npenopbka, CpelHa YBepPeHOCT B OLleHKaTa Ha edekTa).

O0ocHoBKa M cboOpaxkeHusi npu npuiaaradHero. Cropen axkTyaaHUTE IPENOPBKU 3a

neyenue Ha IPF (1) mMa HOBM mokazarencTBa, MOpagd KOUTO TOBA JICUYCHUE € IMOIYYHIIO
yCIJIOBHA TpenopbKa. Ta3u npenopbka OTAaBa ToIsMO 3HAUCHHE HA MOTEHIMaIHaTa Moj3a Ha
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pirfenidone 3a BakHUTE 3a TAIMEHTUTE PE3YNITATH, KAaTO IPOTpPEecHsiTa Ha 3a00JIIBAHETO,
n3MepeHa cbc cnaga Ha ®BK M CMBPTHOCT , M MO-MAJIKO 3HAYECHHE HA IOTEHIMAIHO
3HAYUMUTE HeXelNaHu epeKTH U pa3XxoJauTe 3a JiedyeHue . J[aHHUTe 3a KauecTBOTO Ha >KMBOTA
ca JIOKJAJIBaHU CHOpAJAWdYHO B mpoyuBaHwsTa 3a pirfenidone. Jleuenuero c pirfenidone e
CBBP3aHO C penlla HexellaHu eeKTH, KaTo HAKOU MalueHTH He JKeJasT Ja I MOHACAT, JOPH
U OT JICYCHUETO Ja MMa OIpelesieHa I0i3a, oueHeHa ¢ usMepBaHero Ha OBK. Pemenusira
TpsiOBa Ja ce B3eMar ABYCTPAHHO, KaTO MAI[MEHTHUTE, 3all0YBalll TOBa JieUeHUE, TpsOBa 1a
ObaaT nHPOPMHUPAHU 332 BCUYKH MOTSHIMATHN HeXenanu edektr oT Hero. Mmaitku npensu
pa3IMYHUTE KPUTEPUM 3a BKIIOYBAaHE B MpoyuyBaHusATa Ha pirfenidone, Te3m pe3ynaratu He
TpsaOBa 1a ObAaT reHepanuiupanu 3a nauueHTure ¢ IPF, KouTo nMat nmo-TeXKu HapyIIeHUs B
TecToBeTe 3a OenoapoOHa (yHKIUS, KAKTO M 3a MAalHUEeHTUTe C JPYrd 3HAYUTEIHU
ChIIbTCTBALIM 3a00isBaHus. OT J0Ka3aTeiacTBaTa HE MOIaT Ja C€ HalpaBsAT MPEIOI0KEHUs
3a ONTHMallHa MPOABHKUTEITHOCT HA TepamusaTa, U HE € M3BECTHO KOJKO Tpae ePeKThT OT
JICYEHUETO C TEKYIllaTa JIEKapCTBEHA Tepamusl.

Jleuenne Ha manuenTure ¢ IPF cbe Sildenafil, unxudurop Ha pocoaunecrepasa 5
IIpenopbyBa ce HA KIMHUYHHUTE CIIENMAINCTH 1A He u3noJ3Bar sildenafil, unxudurop na
(pochoaunecrepasa 5, 3a yeyennero Ha IPF (ycioBHa npenopbka, cpeiHa yBepeHOCT B
oleHKaTa Ha edekTa).

O0ocHoBKa M cboOpaxkeHusi npu mnpuiaradero. Cropen axkTyaaHUTE IPEHOPbKU 3a
nedyenue Ha IPF ( 1) Berpeku, uye npunoxenuero Ha sildenafil e cebp3aHo ¢ neko momoopeHue
B KayeCTBOTO Ha >KMBOTA, UMaWKMU IpPEJBUJ JIMIICATa HA I0J3a IPU OCTAHAIUTE PE3yNITaTH,
BKJIFOYMTEIHO CMBPTHOCTTA, OCTPUTE eK3alepOaluy Wik CKaJuTe 3a TUCIHEes, € IpUeTo, 4e
MPWIOKEHHETO My MOXE Jla JoBele 10 TMOTEeHUUAJIHW Bpeau. JlumcBar cnenuaiHu
MOJIrPYIIOBH MPENopbKY 3a nauueHTu cbe IPF ¢ nokymenTupana 6enoapobHa XUIEpTOHUS.

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

IIpenopbuBa ce Ha KIMHMYHUTE CHEHUAJUCTH Ja He u3Noja3Bar bosentan wuiau
macitentan, u nBara aBoiiHu ER-A u ER-B enporeqHH-penenTopHu aHTArOHMCTH, 3a
JeyeHuero Ha IPF (ycioBHa mpenopbka cpelly, HUCKAa YBEPEHOCT B OLIEHKAaTa Ha
edexra).

O0ocHoBKa # cboOpakeHUs: IPU  NPHJIATAHETO. Nwmaiixkn MIpEABUL
MPOTUBOPEYUBOCTTa Ha 0000IIeHUTe pe3ynTaTd (CMBPTHOCT WJIM TPOTpecus Ha
3a00J151BaHETO) B PA3JIMUYHUATE MPOYUYBAHMS U HETOYHOCTTA B OIlEHKaTa Ha e(heKTa, akKTyaTHUTE
npenopbku 3a jedenue Ha IPF (1) me maBar mpenopbka 3a snedenue Ha nanuenture ¢ IPF c
bosentan mim macitentan. Bwrnpekun ToBa, JokazaTencTBaTa HE TO3BOJSIBAT crenuduyuHa
MOATPYIOBA MPENOPbHKA.

VII. THEBMOHMMU ITPU JIMIJA HAZL 18 T'OAUIITHA BB3PACT

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

Jla ce pa3BUe B AJIBEOJIMTE W/WUJIM UHTEPCTUIIMYMA U IPOTHYA C:

» IloHe nBa OT cileAHUTE CUMIITOMM: TEMIIEpaTypa, BTPUCAHE, OCTpa KallIuLa (Cbe nin 0e3
eKCIEeKTOPAaLKsl) MJIM XPOHUYHA KalTUIIa ¢ TPOMsIHA B 1IBETa Ha XPAaYKUTE, IUIEBPATHU OOJIKH,

3aayX.
* AyCKynTaTOpHM JaHHM 3a [HEBMOHHSA (KpeNUTalMM WM KbCHU HWHCIMPATOPHU
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MyKaHWs1/BIaKHU 3BHHIIMBH XPUIIOBE HA OTPAaHUYCH YUaCThK, OPOHXHAITHO JIUIIAHE).
* HoBu wHQUATpATUBHU MPOMEHH B PEHTTEHOTpamMara Ha TPBAHHS KOII, 32 KOWTO HIMA
npyro oosicienue (6emoapodeH oTok uiu uHpapkr)[1].

2. B 3aBHCHMOCT OT NPHUYUHHUTEJS HA 3200/IABaHETO Ce Pa3jIM4aBaT:

2.1.  Mubexnno3Hu MHEeBMOHUH

2.1.1. baxkTepuallHu MTHEBMOHHUU

a) AepoOHM OaKTEpPUAITHH ITHEBMOHUHT

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

— [Mpuunnenu ot ['pam-orpunarennu Oakrepun: Klebsiella pneumonie,

Pseudomonas aeruginosa, E. coli, Proteus, Salmonella, Shigella 6) Anaepo6Hu Oaktepuannu
ITHEBMOHHH

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

- [Mpuunnenu ot I'pam-orpunarennu anaepoou: Bacteroides fragylis, Fusobacterium.

2.2. HebaxTepualHu THEBMOHHUU

— BupycHu nHeBMOHMHU: TPHUITHH, TAPArPUITHU, aJICHOBUPYCH, PUHOBUPYCH

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

- Xnamuauiitnu mHeBMoHuK — npuurHenu ot Chlamydia Psittaci, Chlamydia

Pneumoniae

— Mukoria3MeHr THEBMOHUY — PUYMHEHH 0T Mycoplasma pneumoniae

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

- ['bOMYHM MHEBMOHUU — MPUYMHEHHU OT rhOMYKHU U tuiecenu — Candida, Actinomyces,
Aspergyllus

2.3. HeuH¢exuuo3Hu THEBMOHUU

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

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

3. Cnope;[ MACTOTO, HA KOCTO € Bb3HUKHAaJa IHCBMOHMUATA C€ pasjinyaBart:

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

3.2.  BbrpebomHNYHN (HO30KOMHAIHH) MTHEBMOHUU. [THEBMOHUS, pa3Buiia ce JiBa U MOBEUE
JHU CIie[l XOCTHTAaIu3alusi M HeChIIeCTBYBalla MO BpeMe Ha MpPUEMAHETO CE€ CcuuTa 3a
BBTPEOOHUYHA.

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

4.B  3aBHCHMOCT OT HAINYHeTO Ha npealecTBAIH 3a00/1IBaHMA ce
pa3nyaBart:

4.1. IlbpBMYHM THEBMOHM — BB3HUKBAT MpH 31paB Osi1 ApoO0 0Oe3 Hamuuue Ha
IpeAIeCTBALIH 3a00JIIBaHMS.

4.2. BTOpuYHM THEBMOHHMHM — T€ BB3HUKBAT KAaTO MOCIEIUIA HA APYro OEIOApOoOHO WU

53



CbpACYHO 3a60J'I$IBaHe, IIpu CUCTCMHHU 3a00J1IBaHMUSL. HaanMep:

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

- IMHEBMOHUM TIpU  OpOHXHMEKTa3MH, IpH  CTEHO3a Ha OpoHXH

— IMHCBMOHHWHU ITPH KOJAr¢HO3U, paKOBU 3a00JIIBaHUs.

5. Cnopea JIOKAJIM3aANUATA HA Bb3MAJUTETHUS MPOLEC ce Pa3jiu4YaBaT:
5.1.  AnBeoyiapHU THEBMOHHMH — UMa BB3MAJICHHE HA aJIBEOJIUTE HA Oeus Apoo.

bakrepuaiHuTe MTHEBMOHHH MO-YECTO Ca aJIBEOJAPHHU.
5.2. HWHTepcTHIIMATHYU THEBMOHUU — MMa BB3MAJICHUEC HA MHTCPCTUIIMYMa Ha Oemus apo0.
BupycHuTEe THEBMOHHH MTO-YECTO Ca HHTEPCTUIHATHH.

6. B 3aBucHMOCT OT pa3npocTpaHeHHETO HA Bb3NAJUTEIHHUS NMPOIeC ce Pa3InyaBar:

6.1. JloGapHu (IsUTOBM) MHEBMOHMH — BB3MAJCHUETO OOXBalla €IWH LS J00 (as1) Ha
Oenust 1po6. [Ipumep 3a 100apHa MHEBMOHMS € THEBMOKOKOBATA ITHEBMOHMSL.

6.2. JloOynmapuu (OrHMIIHM) — BB3MATUTCITHUTE IMPOMEHM HMAaT OTHHIIEH XapakTep.
JloOymapHr THEBMOHHH Ca HampuMep CTa(QHUIOKOKOBUTE M CTPENTOKOKOBUTE ITHEBMOHUH.
Haii-uecrata ¢opma Ha noOynapHa THEBMOHUS € OpOHXOIHEBMOHHMATA, IPH KOSTO
BB3IAICHUETO OT OpOHXUTE 0OXBara u Oenus Apoo.

6.3. CerMeHTHM IHEBMOHUHM — BB3NAIUTEIHUS IPOIEC CE Pa3NpOCTpaHsBa B €AWH WU
HSKOJIKO CerMeHTa Ha 6enust 1po0.

6.4. EnHocTpaHHM M JABYCTpAaHHM IHEBMOHMH — BB3MAJICHUETO OOXBallla €AWHUSA WM U
nBara o6enu apooda.

7. KIMHUYHH CHHAPOMH

(1)  Oponxo-OemoaPOOEH CHHIPOM,

2 (heO-pUITHO-MHTOKCUKAIIMOHEH CUHJIPOM,
(3) PEHTreHOJIOTHYeH O6enogpoOeH uHduaTpar,
4) nabopaTopHa KOHCTETAITU.

8. lmarno3a

AnamHe3a

Ou3UKaJIeH Nperies

OOpasHa AuarHocTHka - peHTreHojorudyno micinensane, KT Ha Topakc u np. Jlaboparophu
nzcneasanus — [IKK ¢ IKK, CYE, C-peaktuBen npoteus u np., KI'A

MukpoOnonoruyHo u3cjeBaHe Ha xpauka, OpoHxo-anBeonapeH naBax (bBAJI), xemokynrypa
v JIp.

CeponoruyHl TECTOBE, AHTUTCHHHU TECTOBE, BHPYCOJOTHMYHU H3cienBaHus —  ELISA,
PCR

9. 3a omeHka TexecTTa HA NMHEBMOHHUTE M pelleHHe 32 MSCTO HA TMPOBEXKIaHe HA
JleyeHneTo — amMOy/JIaTOpPHO, B OOJHHMIA MJIM HWHTEH3MBHO OT/Ae/IeHHe ce H3M0JI3BaT
CJIeHUTE CKAJIN:

- Pneumonia Severity Index (PSI)

- CURB-65

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

- SMART-COP ckana - CHUCTOJIHO apTEpUalHO HaJAraHe, MYJITHJIOO0ApHO 3acsraHe,
CepyMeH aJlOyMUH, TUXaTellHa YeCTOTa, TaXUKapAus, 0ObPKaHOCT, KUCIOPOJHA caTypaluus u
pH. Onpenenst HEOOXOIUMOCTTA OT XOCIHUTAIU3ALNS B MHTEH3UBHO OTJICJICHUE.
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10. JIeuenue
10.1. OcHoBHO jeueHUE — aHTHAOKTEPUAITHO - OMBa EMIUPUYHO WM €TUOJIOTUYHO JICUCHUE.
I'PYIIM AHTUBMOTUIIUA:
10.1.1. bera-nakrtaMHU aHTUOUOTHIIN:

[TeHUTMIMHN - aKTUBHU MPEIUMHO CPEIIy IPaM-TIOJI0KUTEIHN OaKTepuH - cTa(QUIOKOKH
U CTPETITOKOKH.
KapOoKkcCUNEHUIIMIMHUTE W yPEUAONCHUIIWIIMHUTE Ca  [IUPOKOCHEKTHPHH  TPYIHU
AHTUOMOTHIIM, KaTo TE€ MMAaT W JEHCTBHE cpelly IceBaoMoHac aepyruHosa (Pseudomonas
aerugenosa), kiebcuena mnHeBMoHue (Klebsiella pneumonie) u npyr# NpUYHUTENH Ha
ypoundeknnn (MHPEKIMU Ha ypOreHUTAJIHATA CHCTeMa) U MH(EKIHMH B JIPYrd OpraHd MU
CUCTEMH.
[IpencraButenu: oxcammuH  (Oxacillin), ammumunue  (Ampicillin), amoxcuiIMH
(Amoxicillin); dbenoxcumernnnenunmana  (Phenoxymethylpenicillin);
KapOokcuneHuuwiInHu - KapOenummH (Carbenicillin); ypenaoneHUIuIMHA - a371OLUUINH
Azlocillin, wme3nomumua  (Mezlocillin), nunepaunnua  (Piperacillin). KomOunanmmus Ha
NIEHUIIWJIMHN C UHXHOUTOPH Ha OeTa-IaKTaMasa: aMOKCHUIIWIIMH C OeTa-IakTaMa3eH HHXHOUTOP
- Amoxicillin + clavulanate = Augmentin; amnuiuine ¢ OeTa-JlakTamMa3eH HHXUOHUTOD -
Ampicillin + sulbactam
= Unasyn; nunapanwinH ¢ Oera-naktamaseH uHxuoOutop - Piperacillin + tazobactam
Tazocin, Zosyn; TukapuwinH ¢ OeTa-nmakramaseH uaxuOurop - Ticarcillin +clavulanate
Timentin

Ledanocrnopunu:

[IepBo mokonenue: Cefadroxil, Cefazolin, Cefalotin, Cefalexin - akTuBHHM cpenry rpam-
MOJIOKUTETTHU OaKTepUu, KbM KOMTO MPOSIBSABAT MO-TONIsiMa €(PEeKTUBHOCT M TOBEUYETO Tpam-
OTPHIIATEIHU.

Bropo mnokonenue: Cefaclor, Cefamandole, Cefoxitin, Cefprozil, Cefuroxime - mokpusar u
rpaM OTpUIATETTHH OaKTepuH, KaTo e(hEeKTUBHOCTTA UM CIIPSMO IpaM- MOJIOKUTEITHUTE € TI0-
HUCKBA, B CPABHEHHE C MPEICTABUTEIUTE OT IbPBO MOKOJICHHE.

Tpero mnoxonenue: Ceftriaxone, Cefixime, Cefoperazone, Cefotaxime - moBIusSBaT U
nceBgoMoHac aepyrunosa (Pseudomonas aerogenosa), kieOcuena, emiepuxus KOJH,
eHTepOoOaKTep, Cepalus U IPYyTH.

Yerbpro mnokoineHue: Cefepime, Cefpiron - pobmmkaBar ce 10 JAeHCTBHE 10
MIPE/ICTaBUTENINTE HAa TPETO MOKOJEHHE, HO MMaT Mo-100pa e(eKTUBHOCT CHpsIMO OaKTepHH,
pa3BHUBAILN PE3UCTEHTHOCT.

ITero moxomnenme: Ceftaroline fosamil, Ceftobiprole - wu3mom3BaT ce 3a METHUIIMINH-
pe3ucTeHTHH mamoBe Ha St. aureus (MRSA).

B wmsakom ciydam mneanociopuHUTE C€ MPEIINOYHTaT TMpex JApYyruTe OeTalakTaMHH
AHTHUOUOTHIIN, TTOPAIH MO-IIUPOKHUSI UM CIIEKTHP Ha JCHCTBHE.

Kapbanenemu - cuiHO OakTepULUIHO JEWUCTBUE, KAaTO MAaJKUTE pa3Mepu Ha
MOJIEKYJIUTE UM TO3BOJISIBAT JIECHO NMPOHUKBAHE B TpaM-OTpHUIATeNTHU OakTepun - Ertapenem,
Doripenem, Imipenem, Meropenem.

MoHobakTaMu - HE TPOSBABAT AKTUBHOCT CHPSMO TPaM-TIOJNOKUTEITHH OaKTepHUU.
CopsiMmo Tpam-OTpULIaTE€IHM OaKTepuu MposBsSBaT 100pa e()eKTHMBHOCT- MpPEICTaBUTEN —
Aztreonam
10.1.2. AMUHOTTIMKO3UHN aHTUOWMOTHIIM- IIUPOK CIEKTHP Ha nerictBue. [lpeacraBurenw:
Amikacin, Gentamicin, Kanamycin, Neomycin, Tobramycin, Paromomycin.

10.1.3. TerpauukiIvHA - MHOTO IIMPOK CIEKThp Ha JEWCTBHE. 1€ ca aKTUBHU CpEIry
PUKETCHU, MHUKOIUIa3MU W XJIAMUJUH, TpH Opyieno3a, xosepa, Jlaiimcka Oonect, yyma,
cnupoxetu, anaepoou.IIpencraBurenu: Minocycline, Tetracycline, Doxycycline.

10.1.4. Makponuau - eQeKThT e IIPEIUMHO BBPXY rpaM-IIO3UTUBHU
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oakrepun.llpencraBurenu: Azithromycin, Clarithromycin, Dirithromycin, Erythromycin,
Roxithromycin

10.1.5. JIuHKO3aMuUIM - M3IMOJI3BAT CE€ NPU CTA()UIOKOKOBH, ITHEBMOKOKOBH, CTPENITOKOKOBU
WHQEKIUH TPH TICHUIMINH-AJICPTHYHN TTallMEeHTH, KaKTO M TNPU aHAaepOOHM HH(EKIINU.
[IpencraBurenu: Clindamycin, Lincomycin

10.1.6. Cyndponamuan ¥ TPUMETONPUM - CHHTCTHYHH TPOU3BOJHM Ha CyindoHaAMHUIA.
[IpencraBurtenu: Sulfasalazine, Sulfisoxazole, Sulfamethoxazole.

10.1.7. AmbeHukonmu - MHUPOKOCTIEKTHPHU. AKTHBHH Ca CpEIly PUKETCHH, CAIMOHEIIO3H,
JUCTEPHH, CIEPUXHs KOJIU, cTadUIoOKOKH u Apyru. [IpencraBurenu: xmopamdpeHnKouI.

10.1.8. XunoyioHU (TUpa3HU MHXUOUTOPHU)- OBP30 JACHCTBHE, KOETO C€ NBKH Ha IMOTHCKaHE
cuHTe3a Ha Oaktepuannara JIHK. Ilo3BossiBaT nepopaiHo jieueHUE Ha CEpUO3HU MHQEKIINU.
ChIllecTBYBaT 4YETUPU IOKOJCHUS XHHOJIOHH. AKTHUBHOCTTa Ha WBPBOTO IIOKOJICHHE €
MPEIMMHO BBPXY rpaM-oTpuniatenaute oakrepun. [IpencraBurenn: HamuaukcoBa KucennHa u
aHano3u:Acidum nalidixicum, Acidum oxolinicum, Acidum pipemidicum. CrneaBamniure
MOKOJICHUSI Ca ¢ U3MECTBAaHE CIEKThpa Ha ACWCTBHE M MHOTO J00pa akKTHBHOCT cpeuly I 'pam
(+) pecriupaTtopHm maroreHu. lIpencraBurenn Ha BTOPO MOKOJICHHE ((DIOPOXWUHOJIOHH) :
Norfloxacin, Lomefloxacin, Ciprofloxacin, Ofloxacin, Pefloxacin. XwuHonmonuTe TpeTa
reHepanuss ca HapedeHu pecnupatopuu. Ilpeacrasutenu: Levofloxacin, Moxifloxacin,
Gatifloxacin, Grepafloxacin, Sparfloxacine. YerBbpTa reHepanus (IyOPOXHUHOJIOHU —
Trovafloxacin, Gemifloxacin mpuTexaBaT MOIIHA aHTHAHAePOOHA AKTUBHOCT W TOJO0OPEHO
JICUCTBUE CPEIy THEBMOKOKH.

10.1.9. UMuaa3010BU U TPUA30JIOBH TPOHM3BOJHU - aKTUBHHU Ca CpeIly peauia OaKkTepww,
rpOnYKy, mnporo3on. IIpencraBuTenu:  METpPOHUAA30d;  TUHUIA30J, BOPUKOHA3OII,
UTPaKOHA30J1.

10.1.10. I'mukonenTHIHU aHTUOMOTHUIN - aKTUBHM CpEILy aepoOHM M aHAaepOoOHU Ipam-
MO3UTHBHU Oaktepuu, METHIWIHH-PE3UCTEHTECH cTaUIOKOKYC aypeyc
(MRSA).Ilpeacrasurenu: Teicoplanin, Vancomycin.

10.1.11. I'pyna Ha okcasonuauHoHute. I[IpencraBurten: Linezolid - cuHTeTHUYHO

MIPOU3BOIHO Ha OKcazonuauHoHa. CBbp3Ba ce ¢ 50S-pubo3omHaTa cyOequHMIIA U MOTHCKA
IIPOTEVHOBHUS CHUHTE3 MPEAUMHO Ha ['paM-IIOJIIOKUTEIHUTE MHUKpPOOpPraHu3MHu. JlencrTsa
0aKTepHOCTATUYHO CHPAMO CTAQMIOKOKM (BKJI. METHIMIMH-PE3UCTEHTEH S. aureus),
CTEPITOKOKU Y €HTEPOKOKH U OaKTepULIUTHO

- II0 OTHOLIEHHE HAa NMHEBMOKOKHU. IloBeueTo ['paM-oTpuuaTelHM MUKpOOPraHU3MH ca
PE3UCTEHTHH KbM JIMHE30JIMJ, HO MHOro obnuratHu aHaepoOu (Hamp. C. difficile) ca
YyBCTBUTEIIHHU.

10.2. MyKoAUTULM, €KCHEKTOPAHTH WM AHTUTYCHBA — B 3aBHCHUMOCT OT BHJA KalllJIHIA
(BmaxxHa/cyxa)

10.3. AnTHUnMpeTHLH — IpU HeOPUIUTET

10.4. AHTHUXUCTaMUHU, OPOHXOIMIATATOPH — ITPH MTOKA3AHHS

10.5. Awntukoarynantu — HMX npu nauuentu ¢ OJJH

10.6. Kwucnoponorepanusi, HEWHBAa3WBHA BEHTWJIAMSA WIM WHTYOAalMs C MeXaHWYHA
BEHTHJIAIMS — IIPH MAIMEHTH C JUXaTelHa HeA0CTaThUHOCT

VIII. JUXATEJHA HEJOCTATBYHOCT

B Ttecen cmmchn amxaremnata HemoctarbuHOCT ([IH) € HEBB3MOXKHOCT 3a OCHUTYpsIBaHE
XOMeoCTa3aTa Ha KHCJIOpOAa /MM BBIVIEPOJHMS TUOKCHU] TMOpaad HapylleH ra3oo0MeH B
oenurte apoOoe. JluxaremHara cucTeMa HE € B ChCTOSHHE J1a OTTOBOPH Ha METAOOIUTHUTE
Hy)K[[I/I Ha OpFaHI/ISMa II0 OTHOHIICHUC OKCUI'CHALIUsITA Ha Kp’bBTa I/I/I/IJII/I eHI/IMI/IHI/IpaHeTO Ha
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CO2. JInarno3ara Ha /IH ce mogo3upa npu u3MepBaHe Ha OKCUXEMOTJIOOMHOBATA caTypalus,
HO ce NOTBbpK/1aBa ¢ KpbBHO-Ta30B aHanu3 (KI'A) Ha aprepuanna KpbB.

1.0Onpenenenns u kiacupukauus

Knacudukanusara va JIH ce ocHoBaBa Ha nBa ocHOBHU kputepus: (I) Obp3uHa Ha pa3BUTHE U
(IT) marodu3noaOrHueH MEXaHU3bM.

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

Octpa /IH e cbcTosiHME HA OCTPO HapylleHHE Ha 0enoJpoOHUs ra3000MeH, Bb3HUKHAIO B
paMKUTE Ha MUHYTH JI0 YaCOBE WJIM JIHU, U HETIOCPEJCTBEHO 3aCTPAIllaBaIl0 KUBOTA.
Xpounuuna /IH e cbcrossHre Ha TpaiiHo cHwKeHue Ha PaO2, cwe mim 6e3 npomsina B PaCO?2,
Pa3BUIIO C€ B IPOABIKEHUE HA MECELIU UJIU T'OJIMHHU.

OcTtpa npu xponuuna /IH onpenensime kato 6bp30 3a1b1009aBaHE HA XUTIOKCEMHUSITA

/ XMTiepKamHusATa npu 0oiaHu ¢ xponnana JH.

Cnopen mpeobiagaBamuTe maroGU3MOIOTMYHU MEXaHU3MHU 3a Pa3BUTHETO € BB3MOXKHO
neduHupane Ha yetupu tumna octpa JIHI1:

1 Tun I - xumoxkcemmuna — Pa0O2<60 mmHg — OCHOBHOTO HapylIeHHE €
HEBB3MOXKHOCT 3a aJIeKBaTHa OKCHUI€HallMsi Ha KpbBTa B Oenust Apod mopaau
KOMOWHAIMSI OT HapyIICHH OTHOIICHUS BEeHTWIIALUS/Iepy3Hsi 1 HHTPAITYIMOHAJICH
IIBHT.

2. Tun II — Bentuaanuonna — PaCO2>46 mmHg; anBeonapHa XUIIOBEHTUIALMS 110
pa3iuyHu MPUYMHU (MTOBHIEHA paboTa Ha AMIIAHETO, HEBPOMYCKYJIHA MATOJOTHS,
HapyllIeHa peryjanus Ha JUIIaHEeTo).

3. Tun III — mepu-onepaTMBHA — MOXE Jia Ce OMNPEENH KaTo MOATUII Ha Tl I, HO
YECTOo € pasriiekaHa CaMOCTOSATEIHO IOPaan 3HaYUTeNIHATa i yecToTa.

4. Tum IV — ok — mocieauia Ha ChbpAEYHO-ChI0Ba HECTAOUIHOCT TTOPAIU PA3INYHU
MIPUYUHHU.

CtpykTypHO-aHaTOMUYHA Kiacudukanus Ha ocTpara xumoxkcemuuyna JIH cnoopen
JIOKaJIM3alMsITa Ha OCHOBHMS marosiornueH mporec2: (1) mHTepcTuunyM — (Hampumep IMpu
aJlepruyeH ajaBeONIUT, BUPYCHA WU ,,aTUNHWYHA® THEBMOHWS), (2) AMXATENIHU NHTUIA —
(HampuMep TpU OCTpa WM XPOHUYHA OOCTPYKTHUBHA OenoapoOHa maTosiorus), (3) anBojapHH
NPOCTpAaHCTBa — KapJMOT€HEH WM HeKapAMOoreHeH OenoApoOeH eneM, ITHEeBMOHMUS,
anBeosiapHa Xemoparusi u (4) cbpiie/0enoapobHa ChIOBA MpeXa — OCTHP WM XPOHHUYEH
OenoapoOeH eMO0JIM3bM, ChPAEUEH WM HMHTPANyJIMOHAlIeH WIbHT. To3M moaxon uma
onpejeNieHd MpeIuMCTBAa 3a KIMHWYHATa OpHUEHTalus Ipu ocTpa xumokcemuyHa JIH.
He3aBucumo OT NpUYMHUTE 32 PA3BUTUETO W OCHOBHOTO HapylleHHE € KOMOHMHALus OT
HECHOTBETCTBUE HAa BEHTHJIALMATA CIIPSAMO Nepdy3uara Ha alBEOJUTE U JICHO JISIB IUBHT C
HapylleH ra3000MeH Ha KHCIOPO/a, BbIICPOIHUS TUOKCU]] UITH U JIBETE.

[Ipu xunoxkcemuunara ocrpa JAH (tun I) uHTpanyIMOHATHUSAT II'BHT € OCHOBHA MTPUYMHA 32
apTepuagHa XUIoKcemus, pedpakrepHa Ha kuciaopoaorepanus aopu ¢ Fi02=1.0. Hamuuuero
Ha 30HU C HUCKU OTHOIIICHUS BEHTWIANUS/TIepdy3us € ¢ T0-MaJIKO 3Ha4eHHe (OCBEH KOraTo Te
ca Omm3o nmo 0) m ToBa He € mpoOjeM 3a KOopuUrupaHe Ha Xumnokcemusara. OcTpusT
pecnmpatoper auctpec cuuaapom (OPJIC) e Hali-Te:XKOTO HapylleHue B razooOmena. Tpure
CTENEHHU Ha TEXKECT ce onmpeaensat oT oTHomeHueto PaO2/FiO2.

[Ipu BenTunanmonHara ocrpa JAH (tum II), npyuriHEeHa OT MOTUCHAT CTUMYJ 3a JTUILAHE
(uHC) WMIM HapylleHa HEBPO-MYCKYJIHAa CHUHXPOHH3AIlMs, HeaJeKBaTHOCTTa Ha olIiara u
ajBeoJapHa BEHTUJIALMS BOIM A0 3a/pbxkka Ha CO2 u XUNepKanHus, ¢ apajeHO CHUKEHUE
Ha Pa02, KoeTo JIeCHO ce KOpUTHpa C KUCIOpOAOTepanus. XUNEpKalHUs € YeCTO CpelllaHa
npu OenonpoOHuTEe OOJecTH ¢ OpoHXHMaTHAa OOCTPYKIMS H “roxabeHa” BEHTHJIAIUS
(moBumeno VDS/VT).
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Iepu-oneparusna octpa JIH (tum III ocrpa JH) Bh3HUKBA B NIEPU-ONECPATUBHUS TTIEPHOJ
IIPY MAUKUEHTH U3KIFOUYUTEITHO NPEpa3nooKeHH KbM artajekrasa. Hapyuienara mexanuka Ha
kopemHara creHa HamansBa POK3 mopx yBenmuueHus obem Ha 3aTBapsiHe4,5 W BOAM 1O
Iporpecupar KoJjiarc Ha Mojiexariure 0eI0IpoOHN eIMHUIM C MOCIEABAIlO0 Pa3BUTHE Ha
tun | wam tun Il octpa JIH, xaro yecto ce chueraBar v JABETE HapylleHUs. ATejekrasara €
OTJINYUTEJEH MEXaHU3bM 3a BB3HHUKBAHETO Ha mnepu-onepatuBHa octpa JIH m mepku 3a
IIPEIOTBPATSABAHE HA AJIBEOJIAPHUS KOJIAIIC ca 0COOEHO BaKHU B IIOBEJIEHUETO.

YacT ot mauueHTuTe ca 6€3 3HauuMu 0enoapoOHu npobiemu U He ce BnucBar B Ty I, 11 nm
IIT octpa /IH, HO ca uHTYOMpaHu ¢ MOANOMAaraHe Ha JUIIAHETO MPU OBJIAISIBAHE HA ChCTOSTHUE
Ha xunonepdy3ust U xemoanHaMu4Ha HectabmimHocT. Toa ¢ Tum IV octpa JIH, cBbp3ana
Hal-4ecTo ¢ KapJIWOTEHEH, XUIOBOJEMHYEH WM cenThueH mokK. [lanuentute obuuaiiHo ca
TaxXUIHEUYHH, C HApYyIIEH CUHXPOH Ha JauiuaHero. LlenTa Ha moamomMaraHeTo Ha JUIIAHETO €
cTabunm3upane Ha ra3ooOMeHa B Oenus OpoO, HamalleHME HATOBAPBAHETO M BHCOKAaTa
KHMCJIOpOJIHa KOHCYMallusl Ha JMXaTellHaTa MYCKyJIaTypa, KakTo M MpeAoTBpaTsIBaHE yMopaTa
1 IpU 3HAYUTEIIHO HAMAJICHUS Chp/eUueH 1e0uTo,7.

XpoOHUYHA TUXATETHA HEAOCTATHYHOCT

Ts e mocneaniia Ha XpOHUYHU OenOAPOOHH OONECTH, ¢ TpallHU HapyIIEHUs B razooOMeHa,
HEBPO-MYCKYJIHA TIaTOJIOTHS, OOCTPYKTHBHA ChHHA alHes WU JAeopMalus Ha IPBhIHUS KOII.
XponnyHatra JIH e cbCcTOsIHME Ha TMAaTOJIOTMYHO pPAaBHOBECME MEXKIy HaTOBapBaHe
(CBIIPOTHBHTEINHO, €IACTHYHO — Os1 IPO0 M TPhIHA CTEHA, MUHYTHA BEHTUJIALMSA) U CHJIA Ha
JMXaTeHaTa MyCKyJaTypa, BKJI. KOHTPOJI Ha JWIIaHeTO. MHOXECTBO MATOJIOTMYHH MPOLECH
(6enoapobHM M U3BBHOENOAPOOHH) MoraT Ja JOBEJaT 1O HapylllaBaHE Ha TOBa paBHOBECHE U
pa3BUTHE Ha OCTpa npu XxpoHuyHa /IH.

[Ipu moBevero GenoapoOHU OOJIECTH, HE3ABUCUMO OT JIOKAJIU3alusATa Ha MpeodiagaBaiiuTe
NaTOJIOTMYHM TPOMEHU B Oenust ApoO (OuXaTeNHW MNBTULIA, HHTEPCTHUIMYM, AallBEOJIH),
OCHOBHa TpWYMHA 32  apTepualiHa  XUIOKCEMHs €  HapymIeHOTO  OTHOIICHHE
BenTuianus/meppysus ([JVA/QC). MuoxectBo 30HH ¢ BHcoko VA/QC (“moxabena”
BeHTwianmst - [JVDS/VT) nompuuacaT 3a pa3BuTHeTO Ha Xxunepkamaws. Hapymenara
nudy3us Ha ra3oBeTe € OT BTOPOCTENEHHO 3HaYeHHE 3a OOMsIHaTa Ha KUCIIOpoJia — Hail-Beue
pu 6enoapooHa GudpPo3a U pa3NpOCTPAHEH IECTPYKTUBEH eMPHU3eM.

Octpa npu xpounuyna /{H

Octpo BiomaBaHe Ha AuMxarenHara (QyHKOUs rnpu XxpoHuuHa /IH HacTwemBa B pesynrar Ha
BB3CHCTBUETO HA €/IUH, HO MO-YECTO MHOXXECTBEHU MPOBOKUpaIIy Gakropu (Tadi. 1).

BaxHo e 1a ce uma npeaBu, ye onpeaessmnl GpakTop 3a pa3BUTHETO HA OCTpa MPU XPOHUYHA
JIH e ymopa Ha WHCIUpaTopHaTa IauxaTellHa MycKynarypa8. OCHOBHa MpHYMHA 33 TOBA €
MOBUIICHOTO HATOBApBaHE Ha JMXaTeliHAaTa CHCTEMa IIOpajM HapylleHa MeXaHWKa Ha
IUIIaHEeTO — OpoHXHaJHAa OOCTPYKIUS W/WIM YBEIWYEHO €JaCTUYHO HaTOBapBaHE
(6ermoapoOHO, HA TPBIHA CTEHA).

Hamanena crumynanus Ha [WIIAaHETO € TPUYMHA 3a OCTpa npu XpoHmyna JIH mpwm
OTHOCUTEJIHO MaJjlka 4yacT oT OonHuTe. ToBa oOHMuaiiHO ce HabmOJaBa B YCIOBHATAa Ha
JIEKapCTBEHA WJIM AIKOXOJTHA MHTOKCUKAIIHSI, W cequpaHe. Bp3Mo)kHA TPUYHHA € U CKPHUT
XUIIOTUPEOUAN3BM, TIPU MO-BBH3PACTHH MALUEHTH, 0COOEHO KeHu. M3Kkirouenue ca ciydauTe ¢
HE IMarHOCTUIIMPAHO HapyIIeHHEe Ha JUIIAHETO 110 BpeMe Ha ChHH.

Tabmuua 1. [Ipuuram 3a octpa npu xponnuna 1H

¢ bponxobenoapobna nndexuus (Oponxuanna / mapeHxumHa) bakrepuanna;
Bupycna
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e benoapoben TpomOeMOOIM3BM

e JleBokamepHa cbpjieuHa HegocTaTbuHOCT OCThp MH(APKT HA MUOKapaa

HekonTponupana aprepuaita XunepTOHUsI U PUTbMHU HaPYIICHUS

e JlekapcTBeHO 00YCIOBEHH

CeI[aTI/IBHI/I W AHTUXUCTAMHWHOBHU IIPCIIapaTH

e [IHeBMOTOpaKc

e HexoHTposmpaHa KHCIOPOAOTEPAIIHS

e [lloBumenu BenTmwiaropuu nznckBanusa Cencuc; BTE; Beraoexuaparen n3nuurek;

e Kopewmna xupyprusi, racTpo-MHTECTHHAIHA XeMOoparus

2. JUATHO3A

Juarnosara Ha JIH ce ocHOBaBa Ha aHamMHe3aTa M KIMHUYHATa KapTHHA, U Ce TIOTBBPXK/aBa ¢
KpbBHO-razoBusi aHanu3 (K['A) Ha aprepuanHa KpbB (IpU HECHOTBETCTBUE C KIIMHUKATa
JOCTOBEPHOCTTA Ha M3CJEJIBAHETO Jla Ce KOHTPOJMpPA Ype3 CpaBHSABAHE Ha caTypaunusra ot
KI'A ¢ HeuHBa3uBHO u3MepeHara). BaxxHu KIMHUYHM Oe€ne3u ca HapyLIEHUs B JUILIAHETO
(TaxumnHes, JUCIHEes), HaJW4He/IUIIca Ha TMPOMEHU B Ch3HaHUETO (BB3OyHa, 0OBPKAHOCT),
BB3MOXHOCT 3a pa3roBop, LMaHo3a (MOXXE Ja JIMIICBA), XEMOJMHAMUYHA HECTaOWUIIHOCT.
TexecTra Ha CUMIITOMAaTHKaTa HE BUHATU KOpPENIHUpa ChC CTeNeHTa Ha oTkiaoHeHusTa B KI'A u
TOI € MbpPBOTO 3aABJDKUTEIHO H3cienBaHe. [lopaau pa3inyHOTO MOBEAEHUE € HEOOXOIUMO
I'bPBOHAYANIHO OBP30 pelIeHue Janu ce kacae 3a octpa (tum I-IV) mwin octpa npu xpoHuuHa
JIH. bwp3ara opueHTanus 3a BB3MOXHHUTE MPUYMHUA C OTJIE]l HEOTIOKHUTE AUATHOCTHYHH
U3CJeIBaHMs € YCIOBHUE 3a YCIIEUIHO JIEYEHHUE.

3.IIOBEJEHUME

e Opae dokycupaHO BHUMAHMETO BbPXY OBJIA/ASBAHETO HA HAapyIIEHUsSTa B OeI0apOoOHUS
ra3o00MeH — KOpUTHpaHe Ha XUIMOKCEMUATa W/WIIK XUIlepKanHusaTa. KoMIiekcHOTo eueHune
(MaTOreHeTMYHO M CUMIITOMATUYHO) Ha IPUUMHUTE 3a Pa3BUTUETO U nporpecupanero Ha J{H
i Ha OPJIC He e 00eKT Ha HaCTOSIIOTO U3JI0KEHHE.

3.1.0cTpa AuxaTeiHA HEIOCTATHYHOCT

[ToBeneHneTo 3aBUCH OT TOBA AAJIM CE€ Kacae 3a XMIOKCEMUYHA TUM | WM BEHTHJIAMOHHA TUI
IT octpa JJH. [Ipu BenTmmanuonHa HemoctarbuHocT (BH) m anmBeonmapHa XurmoBeHTHIIALUS
oOuyaifHO peHTreHorpagusara Ha Oenust Jpod He MoKa3Ba OTKJIOHEHHS OT Hopmara. YecTo ce
Habmoxasa BH npu octpa u xpoHnyHa OenoapoOHa natosiorusi ¢ OpoHXHaiHa 0OCTPYKLHUS U
octpa npu xponuuHa /IH — «mmoxabGeHa» BeHTUIALMS BBIPEKH MOBUIIECHHUS CTUMYII 32 JUIIaHe
(actma, XOBBb). ToBa KOHTpacTHpa ¢ KIMHUYHUTE U PEHTTEHOBU IPOMEHU NpH TUIl [-BU ocTpa
JIH, mocnenunia Ha anBeonapHo aHraxupane (mHeBMoHUs, OPJIC, anBeomapHa xemoparus,
KapAHOTeHEeH 0enoApoOeH eaeM U ap.).

Kopexknus na xunokcemusta npu I-eu Tun ocrpa JIH e HeoTn0%kHa HEOOXOAUMOCT U U3UCKBA
Bucoko FiO2 (> 0.5) BB BaumiBaHaTa razoBa cmec. CHUCTEMUTE 3a MOJIaBaHe HA KUCIOPOJ He
BUHAru IMOCTUTaT jKeJlaHaTa KHUCIOPOJHA KOHLEHTpauus B Oenus ApoO, KOATO 3aBUCH OT
oenoapoOHaTa BeHTuamms (Tabi. 2). Korato kopeknusaTa Ha xunokcemusTa (Sa0O2

>90%) 1o TO3M HAauMH € HEBB3MOXKHA CE€ NPUCTHIIBA KbM IOANOMAraHe Ha AMIIAHETO —
HEMHBa3MBHA BeHTWIalMsa ¢ 1no3utuBHO Hajsrane (HUBIIH) wnu nHBa3uBHA BEHTHUIIAIMS.

IIpunoxxennero Ha HUMBIIH npu He3amoBOIMTENIHA KOPEKLMs HA XUIIOKCEMUATA C JIMIIEBA
Macka € C HECUT'YPHO INpPEAMMCTBO [0 OTHOLICHME HEOOXOJMMOCTTa OT IOCIeABala
uHTYOauus9. JledeHne ¢ KHCIOPOJ ¢ BUCOK AeOuT (mo 60 n/MUH) upe3 Ha3ajHa KaHIONA €
aJlTepHaTHBa C NO-I00OpW pe3yiaTaTH, BKJI. OT Te3M IpHU JIeYeHHE C KOHBEHLIMOHAIHA
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kucinoponorepanuss uiau HUBIIH, 3a kopekiuss Ha XHIOKCEMHUATa HW HW30ArBaHe Ha
enjoTpaxeanHa natyoanusn9,10. ToBa e ocHOBaHHE MOJABAHETO HA KUCIOPO]] C BUCOK ACOUT C
HazajHa KaHIoJa Jla ce Mpenopbyia KaTo CPeACTBO HA IbPBU M300p MpU MALMEHTHTE C OCTpa
xunokcemuyHa J[H. HUBITH moxe na oBiamee ChCTOSHHUETO W J1a c€ M30erHe MHTyOarusTa
Ipy MoA0paHu NalMeHTH ¢ ocTpa xumokcemuyHa JIH, 6e3 xemoaumHamuuHa HECTaOWUIHOCT
WK TUcYHKIUS Ha IHC, ¥ 0€3 He0OXOIUMOCT OT MPOTEKIIHS HA AUXATEITHUTE TBTUIIIA.

Tabmuua 2. WHrpaTpaxeanHa KHCIOpPOJHA KOHIIGHTpAlMs C  Pa3IM4YHU  CHCTEMH
(Monuduipano mo 1)

CucreMa 3a nmogaBaHe IlpenBuaeno TpaxeasHa koHueHTpanust Ha O2

Ha KUCJI0poa FiO; CHOKOMHO AWIIaHe XurnepBeHTUNALH

Hazanna “Brmna”

3 n/muH 0.3 22% 23%

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

10 1/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%

[Tonnomaraneto Ha aumaHetro npu tun I-Bu octpa JIH uma Hskonko cnenuduunu nenul,
pasnuunu oT Te3u npu tun Il-pu. Te Bxmrousat: (1) ctabunusupaHe Ha NMalUMEHTa B yCIOBUS
Ha MHHMMalHa paboTa Ha AumaHeTo; (2) oOauIIBaHE ¢ MHUHMMAITHUS 00EM, OCHUTYpSIBAILl
enumuHupane Ha CO2; (3) no6assiHe Ha Bb3MOXKHO Hali-mankotro PEEP 3a nocturane na SaO2
>90% mpu HeTokcu4HU HUBA Ha Fi02; (4) moaabpkaHe HA XeMOJIMHAMUKATA MPU HAM-HUCKO
MyJIMO-KalWIIpHO HaJIAraHe, HO aJIeKBaTeH ChpJeyYeH JeOUT, 3a HaMalliBaHe Ha aJBeOoJapHUs
€/IEM.

Tun Il-pu octpa JIH, mocneauua Ha MOTUCHAT CTHUMYJ OT IIHC WJIM HapylleHa HEBPO-
MYCKYJIHa Bpb3Ka, M3MCKBa OCHT'YpsiBaHE Ha aJeKBaTHAa BEHTHJAIMS (HEMHBa3sHUBHA MWJIH
nHBa3uBHa). KopekiusaTa Ha XUIIOKCeMHUsTa He € Mpo0sieM U 00UYaitHO ce TIOCTUra ¢ HEBUCOKa
KHUCJIOPOJHA KOHIEHTpanus B rasosara cMmec. Korato mpuumHarta 3a BH e Oponxuamna
oO0CcTpyKLHs (TeXBK acCTMaTU4YeH NPUCTHI, OPOHXMUOJUT) BEHTUJIATOPHUSAT PEXKUM LIETU
munummuzupaie Ha PEEPi 1o oBnaasBaneTo Ha oOCTpyKIUATa ¢ OpOHXOAWIATATOPH H
KOMILUIEKCHO JIeUEHUE.

3.2.0cTpa npu XPOHNUYHA AUXATETHA HETOCTATHYHOCT

IloBenenuero ce ompeznens OT €CTECTBOTO HA IATOJIOTMATA, Boella 10 XpoHuuHa JIH u
MPUYMHUTE 3a pa3BUTHE Ha ocTpa npu X/IH, cTementra Ha xumokceMus, JuIca/HaINdde U
TEXECT Ha xurepkamnHusta. HeoOxoauma e Obp3a OIEHKa Ha BB3MOXKHOCTHTE 3a
KOHCEpBATHBHO JICYEHUE WJIM NTOKA3aHMUATA 32 MOAIIOMAaraHe Ha JUIIaHeTO — HEMHBAa3WBHA WIN
VMHBa3MBHA BEHTUJIALMS.

3.3.Kuciiopogorepanus

Kucnoponorepanusita € mbpBaTa CThIIKAa B MOBEACHUETO MPHU Te3U OOJIHMU, OLlE IMpPeau APYrU
HEO0OXOIMMU JTMarHOCTUYHU Tpoleaypu. Llenta Ha KHCIOpoAOTEpanusiTa € MoIIbpKaHe Ha
carypauus >90% npu aeKBaTHO HUBO Ha LUPKYJIUpAIl XeMorsioouH. OChIeCTBIBaHETO U

€ Bb3MOXHO C Ha3aJeH KaTeThp ¢ AeOuT Ha Kuciopona 1-5 n/MuH miam macku tunm Venturi,
ocurypsisaiu Fi02 0,24 — 0,40 BpB BamMmiBaHaTa razoBa cMmec. M30opbT Ha mogaBaHaTa
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KHCJIOPOJIHA KOHIIEHTpAIMs ce ompesens oT npuunHata 3a XJ[H, TexxecTra Ha XUIMOKCeMusITa
U CTENCHTA Ha XHUIEPKAIHUS Korato € Hamwmie. KuciopomorepanusaTta TpsOBa aa ce TUTpUpa
BHUMATEJIHO NIPU HAJIMYHA 33/IpbKKa Ha BBIIIEPOJICH JUOKCH] 3a nocturane Ha Sa02 ot 88%
10 92%. Ilpu XOBb mbpBOHAYATHOTO TPHUIIOKEHUE HA KHUCIOPOJA Ha3alHO ¢ 2 JI/MUH B
MOBEUYETO CiIydaW € ajiekBaTHO. [lorpeniHo e cxBamaHeTo, Y€ NpH MAlMeHTUTE C OCTpa MpHU
xponnyHa JIH e BakeH XUIMOKCUYHHUAT CTUMYJ 3a JUIIAHE M TOBa € 4YecTa MpUYMHA 3a
HeaJleBaTHA KHUCIOpOAOTepamnus. PUCKBT OT KHCIOpOTEepanmusTa € B 3HAUYWTEIHA CTEIeH
MPEYBEJIMYUEH U € YeCTa MPUYMHA 33 Bb3JAbpXKaHE OT KMBOTO-cnacsiailo Jieuenue. JIH moxe
J1a ce 3aA6JI00YH BBIPEKH KHCIOPOJOTEpANUITA, HO HE mopadu Hesal15.

3.4.IlogmoMarase Ha JUIIAHETO

[lenra Ha HayanHOTO JieyeHHME Ha ocTpa npu xponuuyHa JIH e ma He ce pomycHe
MPOrPEeCUpaHeTo i 0 HeoOXOIMMOCT OT MOJMOMAaraHe Ha JAMIIAHETO 4Ype3 eHAOTpaxeaiHa
untyOamus. [lokazana ¢ edektmBHOoctTa Ha HUBIIH, kosiTo MOXe ma mpemoTBpaTd
Heo0XoIMMOCTTa OT UHTYyOaIus B 10 75% OT ciydyaute npu nokazanu 6onxul2 Ilonacrosimem
HUBIIH ce npenopbuBa KaTo IbpBU H300p Ha MOBEICHUE MPH TeXKa ek3arepoanus Ha XObb
¢ octpa npu xponnuna JIH12,13. HUBITH nogoOpsiBa pecnparopHaTa anu103a, HamaisBa
paboTaTa Ha IUIIAHETO, yMOpAaTa Ha JUXaTeTHATa MyCKYJIaTypa U TEXKeCTTa Ha nucrHesTal3 .
lNonsm Meta-ananu3, BKIrouBalll 14 mpoyuyBaHuUs MpU MAaLKUEHTH ¢ OCTpa npu xpoHuuHa JH
[0Ka3a, 4ye Heycmex OT JIEYEHUEeTO € 3HauuTenHo no-mansk ¢ HUBIIH B cpaBHeHue c
koHcepBatuBHOTO JieueHue (RR 0.48; 95% CI10.37, 0.63), c 48% e HamaneHa CMBPTHOCTTA U C
60% nyxnara ot uHTyOauus14. Buumareanust nonbop Ha 6onHuUTe (BK. Ta0d. 3) € ycrnoBue
3a ycnexa Ha npunaranata HVBIIH 3a octpa npu xponuuna /JH15.

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

IToaxonsima AuarHo3a ¢ NOTEHNHMAJIHA 00pPaTHMOCT
[Ipenenka HEOOXOIUMOCTTA OT MOANIOMAraHe Ha TUIIAHETO
YMepeH 10 TeXbK PeCIUpaTOpeH JTUCTPEC
Taxunues (JY > 24 / MuH)
VYnorpeba Ha cnoMaraTesH MyCKYJIH WM aOJOMUHAaJIeH apagoKc
Texxu otkinonenus B KI'A
pH <7.35, PaCO2 >45 mm Hg, nu PaO2/FiO2 <200
H3kirouBaHe Ha ManMeHTH ¢ nporuBonokazanus 3a HUBITH
CnupaHe Ha JUIIAHETO
HecrabunHo cberostame (0K, HEKOHTPOIUPaHo KbpBaHe oT I'U TpakT,
HEKOHTPOJIUPaHA APUTMHUS
HeBb3MOXKHOCT 3a IpeiIa3BaHe Ha JUXATEIHH IbTHINA (CKIOHEH aclupanys
ObwuHa excriekTopanus (CeKpennn)
HeBBb3MOXKHOCT 3a CHTPYJIHNYECTBO MK BB30yna He
MOXe J1a ce aJalTHpa MacKkaTa
CkoporHa onepanusi — TOpHH AUXATEIHN TBTHILA, TACTPOUHTECTUHAIIHA

FiO, — ¢pakuus na BrumBanus kuciopox; PaCOz u PaO; — maprmanHo HamsraHe
CbOTBETHO Ha BBITICPOAHUA IBYOKHC U KHUCJIOPOJa B apTEpraiHaTa KPbB,

HUBIIH He BuHarm € ycnemHa IIpM BCHYKM NAnUMeHTH. BaxhHa e
cuHXpoHu3auuara Ha nauuenta ¢ HUBIIH, koATo 3aBUCH OT OAXOIAIIOTO TPUTEPUPAHE
Ha BJUIIBAaHETO, OBp3MHATA HA HApaCTBaHE HA HAIATaHETO M LMKIUPAHETO Ha
BIMIIBaHe/u3AuIIBaHe. JoObp OTTOBOp OT MPHIIOKEHHETO ¥ € HaluIEe NpH ClajaHe
YyecToTaTa Ha JMIIAHE M Ta3W Ha ChpJAeYHaTa JAEHHOCT, KAKTO M CyOeKTHBHATa MpeIeHKa
Ha OonHus. M30arBaHeTo Ha €HAOTpaxeajHa HHTyOalMs IOYTH BHHArHM 3aBUCH OT
TOYHAaTa IIPElEHKAa Ha IPUYMHUTE 3a ocTpa mnpu xponuuHa JIH u Mepkure 3a
IIPEOIOJISIBAHETO ¥ C KOMIUIEKCHOTO JICYEHUE.
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Bbopexku akTUBHO mpoBexaaHOTO Jedenwe, BkiI. HUMBIIH, npu wacT oT nanueHTUTe
MPOrPeCcUpaT CUMNTOMUTE M OEJNe3UTe Ha PECIUPATOPHUS JUCTPEC, C HapacTBalla XUICPKAITHUS U
3aIJIaliBamio CHHMpaHe Ha OWIIaHeTo. ToBa Haiara mpeleHKa Ha MOKa3aHWSITa M Bh3MOXHOCTHTE 32
WHTYOAIWs 1 MEXaHWYHA BEHTHIIAIus (Tao. 4).

Tabnuma 4. Unaukaryv 3a ”HBA3MBHA MEXaHUYHA BEHTHIAIMS MPU OCTpa nipu Xxpornyna JIH
(Moaudumupaso mo'™*

Pemenuero ce B3ema npu JeriIoTo Ha OOIHUS
1. He ronepupa HUBITH win meycriex or HUBITH
2. CrimpaHe Ha JMIIAHETO WK ChpP/CYHATA ACHHOCT
3. Benesu na nporpecupamia JJH
YecroTa Ha IUIIAHETO HajA 35/MuH
Bromragania ce taxukapaust i opanukapaus <50 B MuH
Texka TUCTIHEs ¢ MPOABIIKABaIlla yroTpeda Ha crioMarareHaTa MycKyJaTypa
’Kusorozactpamasaima xumokcemus (Pa02 < 40 mm Hg niu PaO2/Fi02 <200 Texka anuaosa
(pH <7.25) u xunepkanuus (PaCO2 >60 mm Hg)
4. KT'A He € OT MbPBOCTEIIEHHO 3HAYCHUE NP B3¢MaHE Ha PEIICHUETO U OOUYAHO caMo
NOTBBPKIaBa KIMHUYHATA OLICHKA
5. BromaBane Ha MEHTAJIHHS CTATYC, 3aryba Ha Ch3HAHHE
6. [puapykasaiia XeMOJANHAMUYHA HECTAOMIHOCT MIIM HEBB3MOXKHOCT 3a TPOTEKIMS Ha
JUXATEeJTHUTE ITbTHLIA

AolcomoTHata croiiHocT Ha PaCO2, m3onupaHa OT KJIMHUYHATA MPEIEHKa, HE € OCOOEHO
TOJIe3HA MPH pelIeHHeTo 3a uHTyOarus. Mma nanuentu, kouto u npu PaCO2 ot 80-85 mmHg
OoCTaBaT aJeKBaTHU U CHTPYJHUYAT 3a JICUEHHUETO, C BB3MOXKHOCT 3a OBJAJsABaHE Ha
CbCTOSIHUETO M M30sirBaHe Ha MHTyOauwusarta. [Ipu npyru mauueHTH AMIIAHETO CIUpPAa MHOTO
Ipelr MPOTrPECUPAHETO Ha XUIEPKAMHMITA /10 Te3W CTOMHOCTH, a MOJIE3HU 3a PELICHHETO
KIMHUYHU TTapaMeTpu ca 4ecTOTa Ha JUIIAHETO (CHJIHO MOBHILIEH CTUMYN), Ch3HAHUE U THUI
mumane. Korato ce mpunara HUBIIH npu Te3n nanmeHTH MMa 3HAYMTENIEH PHUCK 3a
MOJIICHSIBaHE HAa KJIMHUYHATA HECTAaOWJIHOCT M € HeoOXO0AMMO MOBHILIEHO BHUMaHue. ToBa ca
JUIa C MHOTO MaJbK ThKaHEH KHCIOPOJAEH pe3epB, HaMaJeH LMpKyIHupaml obem (HUCHK
Cbp/iedeH Ae0MT) M BHCOK DPHUCK 3a CIMpaHe Ha ChpJleyHaTa JeMHOCT ako He Obaar
CBOEBPEMEHHO UHTYOUpaHHU.

3.5.1baroTpaiina KucJa0poaoTepanus

[IpoBexxganeTo Ha ABATOTpaliHa Kuciopogorepamus (>15 4 B JEHOHOIIMETO) B JIOMAIIHU
yCIoBHsI TIpHU TanueHTH ¢ XpoHmyHa JIH W Tekka XHWIOKCEMHs TMpH TIOKOH YBelIn4aBa
MPEXUBSIEMOCTTa U Mojo0psiBa nporHo3aral6. ToBa e 6e3cnopHO YCTaHOBEHO 3a OONHUTE C
XOBb u JIH.. Pemenuero 3a mputaraneto i ce 6a3upa Ha IByKpaTHO m3MepBaHe Ha PaO2 B
pamkuTe Ha 3 ceaAMUIM npu cra0wieH mnamnuedt. [lokazaHusita 3a JOMalIHa
KHCJIOPOAOTEpaIus ca:

1. Pa02 <55 mmHg (7.3 kPa) unu SaO2 <88%, cbc nunm 6e3 XunepKamHusi, TOTBHPICHO
JBYKPATHO

2. Pa02 >55 mmHg (7.3 kPa) mo <60 mmHg (8.0 kPa) unu SaO2 88% ako e Hamuie
MyJIMOHAJIHA XUIIEPTOHHUSA, IepUPepHU OTOIM (KOHTEeCTHBHA ChpACYHA HEIOCTAaThYHOCT) WU
MONUIUTEMUS (XeMaTOKpUT >55%).

JBpnroTpaiinara kuciopogotepanus (>15 1) mogobpsiBa nmpexuBsemoctra ipu XObb ¢ JIH
JIOCTOBEPHO IIOBEYE B CPaBHEHHUE C IMOJaBaHE Ha KUCJIOPOJ caMo mpe3 Houral7,18, mopanu
KOETO IMOCJIEHOTO HE Ce MPErnophyBa.

JlbArorpaifHa KHUCIOPOAOTEpanHs MOKE Ja C€ TMPOBEXKAA C KUCIOPOAEH KOHIIEHTPATOp,
OyTHJIKA C KHCIIOPO/ MO/ HAJSITaHEe WJIM BTEYHEH KUCIIOPO/I.
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Bcexu ot IoAXOAUTE MMa CBOM IPEAUMCTBA U HEAOCTATHLIHU, KAaTO I/I360p"bT CC IIpaBu
OT IYJIMOJOI' B 3aBUCHMOCT OT HAJIWYHUTC TCXHUYCCKU CpPCIACTBA, KOHUTO 1da OCHUTYypAT
MPpOABIIKUTEIIHOCTTA. ﬂLHFOTpaﬁHaTa KuCJIopoaoTepalua IPOMEHSA IIpOorHosara Ipu

nanueHTy ¢ XOBb u He O6uBa aa ce pasriex/ia KaTo NajuaTUBHA WIM CUMITOMAaTHYHA IPHKa
3a TAX.

3aovenercka:

Jleuenuemo c¢ nepaspewienu 3a ynompeba Jnekapcmeenu npooOyKmu ce u3gbpuiéa npu YCiosusma u no peo,
onpedenenu ¢ Hapeoba Ne 10 om 17 noemepu 2011 2. 3a ycnosusma u peda 3a jleueHue ¢ HepaspeuieHu 3a
ynompeba 6 Penybnuxa bwvreapus nexapcmeenu npoOyKmu, KAKmMo u 3d YCI0GUSMA U pedd 3d GKIYEAHe,
NpOMeHU, U3KTI0UBAHe U 0OCMABKA HA JeKAPCMEEeHU NPOOYKMU Om CRucvka no 4i. 266a, ar. 2 om 3axona 3a

aekapcmeenume npooykmu 6 xymaunama meouyuna (0om. J[B 6p.95 om 2.12. 2011e., oon. JIB 6p.24 om 12.03.
20132.) na munucmovpa na 30paseonassanemo.
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