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Cnmcok cokpameHui

ABJIA - Amteprudeckuii OpOHXO0JIETOYHBIN acTiepruiuie3
B3 - bponxoskrassl

BHU - Bupyc ummyHoneduiura qeoBeka

KP - Knunnueckue pekoMeHaauuu

KT - KomnsrorepHas Tomorpadus

JIC - JIekapCcTBEHHOE CPEICTBO

I - [TepBuuHas nuaMapHON JUCKUHE3US

Ix0-KI' - Dxokapauorpadus



TepMuHbBI M onpeaeIeHus

Bponxo3kraz (bD) -  Jokanm3oBaHHOE ~ HEOOpaTMMOE  paclIupeHue  OpoHxa,
COIPOBOXKIAIOIIEECS BOCIATUTEIILHBIMI W3MEHEHUSMU B CTEHKE M OKPY)KAIOMICH MapeHXHME H
pasButueM ¢pudpo3a.

Kune3urepanusi omnpenensercs Kak INPUMEHEHHE HAyYHO OOOCHOBaHHBIX IPHHIIUIIOB
TPEHUPOBKH, aJalTUPOBAHHBIX Il TOBBIIICHHUS CHJIbI, BBIHOCIMBOCTH M MOOWJIBHOCTH JIHII C
(YHKIIMOHATBPHBIMA OTPAaHUYCHHUSIMA WM TEX, KOMYy TpeOyercsi paciupeHue (U3HUECKUX

BO3MOKHOCTEH.



1. KpaTrkas undpopmanus

1.1 Onpenesnenue 3a00/1eBaHUsl WIN COCTOSIHNS (TPYNNbI 3200/1eBAHUI WJIM COCTOSTHMIA)

_bponxoskrasel (b3J) mpeacraBisitor coOoil JIOKaIM30BaHHOE HEOOPATHMOE paclIMpeHHe
OpOHXOB, CONPOBOX/IAIOLIEECS BOCHAIUTEIFHBIMA HM3MEHEHUSIMH B OpOHXMAJIbHOH CTEHKE H
OKpY>Kalollel mapeHxume ¢ pazButueM Gpudposa.

BpoHX03KTa3pl  XapakTepU3ylOTCd KaK XPOHMYECKOE pecnupaTropHoe 3aloJieBaHMeE,
HPOSBJISIIONIEECS] KIMHUYECKMM CHHIPOMOM Kalluli, BBIPAOOTKOM MOKpPOTBI M OpOHXHaIbHOU
MHQEKIEH, a painoIOTHIECKH aHOMAIILHOW M MIOCTOSIHHOM nutartanueit opouxos (1).

B MemumuHCKON nMTEpaType TEPMHHBI OpOHXOIKTaTHUYECKas OO0JIe3Hb, OPOHXOIKTa3bI,
OpPOHXMOJIOAKTA3bl HEPEIKO MCIOJIB3YIOTCS KaK CHHOHUMBI s 00O3HA4YeHUs HeoOpaTHMMOIro
pacupenust OpOHXOB, COPOBOXKIAIOIIETOCS UX AHATOMUYECKUM Je(EeKTOM.

Bponxoskratuueckasi 6osne3nb (J47) - npuoOpeTéHHOE XPOHHYECKOE BOCIAIMTEIHLHOES
3a0ojeBaHne OpPOHXOJETOYHOW CHUCTEMBI, XapaKTEePHU3YIOIIEeCs T'HONHO-BOCIAIUTEIbHBIM
IpOIECCOM B PACHIMPEHHBIX  J1eOPMHPOBAHHBIX OpOHXaX € HUHOQWIBTPATUBHBIMU U
CKJIEPOTUYECKUMHU U3MEHEHUSIMU B IIEPUOPOHXUAIILHOM ITPOCTPAHCTBE.

Cornacno mnpunstoii B Poccum Knaccudukanmm kmuHmueckux (GopM OpOHXOJIErOYHBIX
3aboneBanuii 'y nereit (2009 r.) BemenseTcss OpOHXOPKTATHYECKass OOJE3Hb M OpPOHXOIKTA3BI,

SABJIIFOINUCCS ITPOABIICHUEM I[perﬁ aTOJIOIruun:

MHorue KiIMHHYecKHe 3a00JIeBaHMsI U COCTOSIHMSI, COIIPOBOKAAIOIIUECS OPOHXOIKTa3aMH,
UMEIOT KOHKpETHbIE MNaTO(U3HOIOTHYEeCKHEe OCOOEHHOCTH (OPMHUPOBAHUS U COOTBETCTBEHHO
TAaKTUKY BEJCHMs, Hampumep, OpPOHXOA’KTa3bl NPHU HHTEPCTULHAIBHBIX 3a00JIEBaHUSAX JIETKUX,
CHCTEMHBIX U PEBMAaTUYECKHX 3a00JIEBaHUIX, MyKOBHCLHUA03€, MEPBUYHBIX UMMYHOAE(DUIIUTHBIX
COCTOSIHMSIX, [EPBUYHON  IWIMAPDHOW  JTUCKHWHE3UM, TyOepkylnee M  HETyOepKyJIE3HBIX
MuKoOakTepuo3ax. HekoTopsle M3 O3TUX KIMHUYECKHX 3a00J€BaHUl HUMEIOT COOCTBEHHbIE
KInHHYecKue pexoMenaaun (cM. Kucrosusriit ¢pubdpo3 (MmykoBucuunos), [leppudnyo HUIHaApHYO

JTIMCKUHE3HIO).

1.2 JTHoJI0OTHSA U NaTOreHe3 3200/1eBaHUsI HIIN COCTOSIHUS (TPyNIbI 3200/1€BaHUH HJIH

COCTOSTHMA)

Xotsi OpoHXO09KTa3bl BIepBble ObutM omwmcanbl Laennec R. moutu 200 ner Hazanm [...]
MEXaHW3Mbl WX (opmupoBaHHMS 0 KOHIA He wu3ydeHbl. Cpeau Hamboyiee BEPOATHBIX

MaTOIrCHECTHYCCKUX MOMCEHTOB pa3BUTHUA 6p0HX03KTa?>OB, pemaronec 3Ha4YCHUEC UMCIOT BOCITAJICHUEC



JBIXaTeNbHBIX MyTeH W HapylleHHe OpPOHXHATbHOM MPOXOIUMOCTH BCIEICTBUE 3aKYNOPKU WU
obctpykuuu Oponxa. Kaxnmprii u3 3TuX (DaKTOPOB MOXET CTaTh IMYCKOBBIM JUIsi OOpa3oBaHWMS
oponxoskra3os (Cole P.J., 1986, Brown MA., Lemen RJ. 1998). B psne ciyuaeB B popMUpOBaHUN
OpOHX03KTa30B, O-BUANMOMY, UMEIOT 3HAYCHHE aTelIeKTa3 JIErOYHOU TKaHU, (uOPO3 MapeHXUMBI.

OObIYHO TOsIBIEHHME OpPOHXOOKTa30B y JETe CBS3BIBAIOT C IIEPEHECEHHBIMU HMHU
WH(EKIMOHHBIMUA 3a00JIeBaHUSIMH (KOpb, KOKIIIOII, pecrupartopHas WHQeEKIus u 1p.). B cBoe
Bpems CkBopiioB M.A. (1960) yka3piBai, 4TO CTPYKTYpPHO-(YHKIIMOHAIBHAS HE3PEIOCTD JIETOUHON
TKaHU y JeTel paHHero BO3pacTa CO3JAaeT YCJIOBHsS JJIsi pa3BUTHUS OpPOHXO3KTA30B IPU OCTPHIX
MH(MEKIMIX B Ype3BbIUAHO KOPOTKHE CPOKU, B TeueHue 1-2 cytok. Takxke ObicTpo dhopMuUpyrOTCS
OpOHXO03KTa3bl BCIEACTBHE HHOPOAHOTO Tena OporxoB (Kmumanckwii B.A., 1975).

B 1986 romy Cole P.J. mpemioxui TEOpUIO «IIOPOYHOTO Kpyra», KOTOpas OOBSCHSIET
dbopMUpOBaHNE U3MEHEHHI B JbIXaTENbHBIX MYTSIX, MPUBOJAAIIEE K OPOHXO0IKTa3aM, MOCTOSTHHBIM
BOCHaJIeHHEM OpOHXHAIbHOW CTEHKH M MPUCYTCTBUEM KOJIIOHHI MHMKPOOPIaHHU3MOB B OpoOHXax
(Cxema, puc.1). CymiecTBeHHOE 3HaY€HHE B 3TOM MPOIIECCE OTBOIUTCS HAPYILIEHUIO MYKOILIMAPHOTO
KIIMPEHCa, BCIEJICTBUE YEro MOJICP)KUBACTCS M PACHPOCTPAHACTCS MHUKPOOHOE BOCHAIICHUE, HE
OTpaHMYEHHOE HOPMAJIbHOW BOCHANUTENbHOW peakiueidl. KoloHH3alus MUKPOOPraHU3MOB
MPUBOJUT K YCYI'YOJIGHHIO BOCHAJICHHUS, MOBPEXKAAs CTPYKTYpPbl OpOHXa W aKTUBUPYS SH3UMBI
BOCTIAJICHHUS.

Takum o6pa3om, pa3Butuio bD Moryr cmocoOCTBOBATH MHOTOUYHMCIEHHBIE MATOJOTHUYECKHE
(bakTOpBI: BPOXK/IEHHBIE CTPYKTYPHBIE Ie(PEKThl CTEHOK OpPOHXHAJIBHOIO JAepeBa, CAABICHHE OpoHXa
BCJIEJICTBHE DPA3JIMYHBIX HPUYMH (HANpUMeEp, YBEIWYEHHBIMU JHUM(OY3JaMH WIM HWHOPOJHBIM
TEJIOM), BOCIHAJIEHUE, B PE3YJIbTaTe KOTOPOTO TOBPEKIAOTCS DIIACTHYECKHE TKAHW M XPAIIH

Oponxa.

VY B3pOCHIBIX NAalMEHTOB OCHOBHBIMHM MMAaTO(U3MOJIOTMYECKUMU MEXaHU3MaMU pPa3BUTHUSA
OpOHXO0IKTa30B SIBIISIOTCS:

- IUaTanys OpoHXa B pe3yibTaTe CTPYKTYpHOTO AedekTa OpOHXHATBHON CTEHKH;

- MOBPEXJCHHE >JIaCTUYECKOM M XpsIIeBOM TKaHe OpOHXMATbHOW CTEHKHM B pe3yibTare
XPOHUYECKOT0 BOCHAJICHHUS;

- IOBPEXICHHS MYKOIIMJIMAapHOTo anmapata opouxos [Bilton D., Jones A.L. Bronchiectasis:
epidemiology and causes. Eur. Respir. Mon. 2011. 52, 1-10.].

ITonpob6uee 3THONOTUs OPOHXOIKTA30B y B3POCIBIX ITPUBEICHA B Ta0M.

Tabmuma . DTHONOTHS OPOHX03KTA30B Y B3pOCIbIX [aganTupoBaHo u3: Bilton D., Jones

A.L. Bronchiectasis: epidemiology and causes. Eur. Respir. Mon. 2011. 52, 1-10.].

CTpyKTypHBIE U3BMEHEHUSI OPOHXOB:




- cunapom Bunbsmca-Kammnbenna;
- cungapom Mynne-KyHa;

- cu"apom Jnepca-/lannoca.

Toxcuueckoe NoBpexkIeHUE CTEHKU OpOHXa!
- UHTISIUMOHHOE MTOBPEK/ICHHUE;
- acrupanusi Py HEPBHO-MBIIICYHBIX 3200ICBaHUX;

- ractpo-330(dareanpHas pedarokcHas 00JIE3Hb.

OOCcTpyKIHS OTACILHOTO OpOHXa:
- OIyXOJIb;

- HHOPOJHOE TEJIO.

OO6cTpyKTHBHBIE 3200JI€BaHUS IBIXATEIBHBIX MyTEH:
- OpoHXHUaJIbHAs ACTMa;
- XpOHHYECKast 00CTPYKTHUBHAs 0OJIE3Hb JIETKHX;

- neuuut anbga-1-aHTUTPUTICHHA.

Hapymennss MyKkonmiImapHOTo KJIMpEeHca:
- ICpBHUYHAaA HUIMapHasd JUCKUHE3H,

- MYKOBHUCIIM 03 B3POCJIbIX.

Annepruyeckuii OpOHXO0JIETOYHBIN acepriiiies

NmmyHOI@DUIUTHL:

- 00Mii BapuabenbHbIi MIMMYHOAE(DULIUT;

- X-clIeTuieHHast araMMarjio0yJIMHHEMUST;

- XpOHMYECKHE I'paHyJIeMaTO3HbIe 3a00JIeBaHMS;

- IeUIAT aHTUTEI TIPH HOPMAaJIHHOM YPOBHE HUMYHOTJIOOYIIHHOB;

- BTOpI/I‘-IHBII‘/’I I/IMMyHOI[C(I)I/II_[I/IT IpHU 3JI0KAYCCTBCHHBIX T'CMATOJIOTMYCCKUX 3a6OHCBaHI/I}IX,

10CJI€ TPAHCIUIATHALIMY KOCTHOTO MO3Ta, JIEKAPCTBEHHONH MIMMYHOCYIIPECCUU.




BpOHXOBKTaBI:I IIpu CUCTCMHBIX BOCITAJIMTCIIBHBIX 3a00JIeBaHUSIX
- BOCHAJIUTENIbHEIE 3a001€BaHNs KHIICYHUKA,
-CUCTCMHBIC PCBMATUYCCKHUC 3360H€BaHI/IH;

- CUHIPOM XKCJITbIX HOTTEH.

Nnuonatuyeckrue OpOHX0IKTa3bI

HeryGepkynésnbiit MukobakTepro3 (Mycobacterium avium, Mycobacterium abscessus)

[ToctTybepkye3nbie Oporxoskrassl (Mycobacterium tuberculosis)

Nudeknum 1eTckoro Bo3pacTa, TakKue Kak KOKJIIOII, KOPb, TYOSpKYyIIe3, TsKelas
OakTepuanbHas MTHEBMOHUS, MOTYT OBITh IpUuuHON 10 50% ciiydaeB OpPOHX0IKTAa30B B3POCIBIX
[Shoemark A, Ozerovitch L, Wilson R. Aetiology in adult patients with bronchiectasis. Respir Med
2007; 101: 1163-1170, Scala R, Aranne P, Palumbo V, et al. Prevalence, age distribution and
aetiology of bronchiectasis; a retrospective study on 144 symptomatic cases. Monaldi Arch Chest
Dis 2000; 55: 101-105. Valery PC, Torzillo PJ, Mulholland K, et al. Hospital-based case—
control study of bronchiectasis in indigenous
children in Central Australia. Pediatr Infect Dis J 2004; 23: 902—908.].

Bocnanenue creHku OpoHXa MOXET OBITh cleACTBHEM WHGEKIWU JbIXaTeNbHBIX MyTeH,
BO3JICHCTBUSI TOKCHUECKUX MOBPEKIAIONINX BEIIECTB WM OJHUM M3 MPOSBICHUN ayTOMMMYHHBIX
0oJIC3HEH.

BponxoskTaszbl, Kak pe3yiabTaT AECTPYKIIMU OPOHXUATBLHOM CTEHKH BCIIEACTBUE BOCHAICHHUS,
OOyCIIOBJIGHBI TOBPEXKJICHUEM OJMHUTENUsT OpOHXOB OaKTepUANbHBIMU TOKCHMHAMH, a 3aTeM

MCEUATOPAMU BOCTIAJICHUSA, KOTOPBIC BBICBO60)K,I[8.IOTCH nus3 HeﬁT[}ogl}I/IHOB, 4TO BEACT K HAPYIICHUIO

(bU3MOIOTMYECKUX 3alUTHBIX MEXAaHW3MOB, TJaBHBIM 00pa30M BOCXOJAIIEro TOKa Ciau3u. B
pe3yibpTaTe B OpOHXaX CO3MAIOTCs OJaronpusiTHbIE YCIOBUSA IS pocTa OakTepuid, U BO3HUKAET
MIOPOYHBIN KPYT: BOCHAJIEHUE - TTOBPEKICHUE SMUTEIUS - HAPYLIEHHUE BOCXOAIIEr0 TOKa CIIU3H -

uHuUIMpoBanue — Bocnayienue [1,2,3,4,5].


http://humbio.ru/humbio/immunology/imm-gal/000c0bde.htm
http://humbio.ru/humbio/physiology/000997ac.htm
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ITo Cole PJ, 1986.

BpoHxo03KTa3sl MOTYT HaOJIIOIaTHCSI Y MAI[HEHTOB CO Clieayrolei maromorueii [1,2,3,4,5, 6,7]:
1. C epoowcoennvimu cmpykmypHuolMU AHOMANUU CIMPOEHUS. OPOHXOJIE2OUHOU CUCMeMbl, MAKUMU
KaK:

- cunapoM Bunbsamca-Kamnoemna (6amionupytomue b3) (Ipunoxenune I'1, puc.1),

- cu"apom MyHnbe-KyHa (TpaxeoOpoHxomeranus),

- TpaxeoMalsIus,

- OpoHXOMAaSIHs,

- CTEHO3bI Tpaxeu W/min OpOHXOB,

- OpOHXOTEHHBIC KUCTHI,

- TpaxeaabHBI OPOHX,

- IETOYHAsI CEKBECTpaIus,

- KHCTO3HO-2/IECHOMAaTO3Hasl MalTb(hOpMaIIvs;

2. Toxcuyeckum nogpesicoeruem ObixamenbHblx nymet.



- IPU BABIXaHUH TOKCUYECKHX BEIIECTB,
- aCIMPAIIMOHHOM CHHJIpPOME BCJIEJICTBHE racTpod3odareanbHOro pedirokca;
- aCIHpAIMH BCIEICTBHE MBILICYHOU AUCTPODUH,
- acIMpalyy BCIEACTBUE HATMYHUS TPAXECOMUIIEBOJHOTO CBHIA
3. Obcmpykyueu bponxa:
- BBI3BAaHHOW BHEITHUMH NPUYHHAMU (JTHM(aaeHOnaTHs, aHOMAJIbHBIA COCYJI, OITYXO0JIb);
- BHYTPHUOPOHXHATIBHON 00CTPYKLIMEH HHOPOIHBIM TEJIOM BCIICACTBHUE acTIUPALINU;
- BHYTPUOPOHXHAJIBHON OOCTpYKIIMEH 0O0BEeMHBIM 00pa3oBaHHEM (OIyXOJb, TpaHylieMa H
T.1.);
4. ObcmpykmuHbIMU 3a001€8AHUAMU IECKUX!
- IpH JeQHUIUTE Ol1-aHTUTPUIICHHA;
5. Hapywenusmu MyKOYUIuapHo2o KiupeHca:
- Ipu NIepBUYHON 1ruapHoi auckuuesuu (ITLJT);
- MyKOBHCII/103¢€ (B TOM YHCJIE, IPU aTUITNYHBIX POpMax);
6. Ungexyueii, scnedcmasue :
- KOKJIIOIIIA,
- KopH,
- aJICHOBUPYCHOU UH(EKIINH,
- THEBMOHUH,
- TyOepKyInesa,
- HeTYOepKyJIe3HOr0 MUKOOAaKTepHo3a, B T.4., npu BUY-unpekuny;
7. Ilepsuunvimu UMMYHOOEDUYUMHBIMU COCTMOSHUAMU,
- aramMmarsjao0yauHeMus,
- 001Mii BaprabenbHbI UIMMYHOAEPUIINT,
- CEJIEKTUBHAS HEJJOCTAaTOYHOCTh UMMYHOIJIOOyNINHA A,
- CEJIEKTUBHAS HEJJOCTATOYHOCTh CyOKIIacCOB MMMYHOTII00ymHa G,
- TSDKEJbIA KOMOMHHUPOBAHHBIA UMMYHOIE(DUIINT, aTaKCUsI-TeNleaHTnodKTa3us (cuHapom Jlyun-
bapp),
- cunapom J[xo0a (runiep-1gE-cunapom),
- XpOHHYECKasl TpaHyJeMaTo3Has 00Je3Hb,
- Ie(UIUT TPAHCTIOPTEPOB, CBSA3AHHBIX C MTPE3CHTAINEH aHTUTCHOB,
- 1eeKThl KOMILJIEMEHTA;
8. Bmopuunoui ummyHocynpeccuetl, 00yC108/1eHHOU:
- OHKOT€MAaTOJIOTHIECKUMH 3200JIEBAaHISIMH,

- AJUJIOTEHHOM TPAaHCIUIAHTAIMEH, B T.4., KOCTHOTO MO3Ta,



- IPUMEHEHHEM UMMYHOCYTPECCUBHBIX JIEKapPCTBEHHBIX MPENapaToB,
9. Amnepeuuecxkum 6pouxonecounvim acnepeunnesom (AbJIA) (Ipunoxenue I'1, puc.2);
10. Cucmemnvimu 3ab0ne6anuamu, maKumu Kax:

- PEBMATOUIHBIH apTpuT,

- CUCTEMHas CKJIepoiepMus,

- PeLUIUBUPYIOIINI MOJMXOHAPHT - cuHApoM MeiienOypra-Ansrxeppa-lOnunrepa,

- QHKWIO3UPYIOLUI CIIOHIUIINT,

- CapKOMJ103;

- cuHApOoMBI Dnepca-Jlanno, Mapdana

- CUHIpOM SHra;

- CHHJIPOM <OKEJITBIX HOTTEH;

- MetaduzapHas XoHapoauciasus, Tun Mak-Kerocuka;

11.  Bocnarumenvhvimu 3a001€8aHUAMU KUULEYHUKA:
- SI3B€HHBINA KOJIUT,
- 6one3nb KpoHna;
12. Uouonamuueckumu 6pOHX0IKMA3AMU.
B noceBe MOKpOTHI y AeTeii ¢ B2 MOTYT BBISBIATHCS CIEAYIONINE MUKPOOPTaHU3MBI:
o Haemophilus influenzae;
o Streptococcus pneumoniae;
o Moraxella catarralis.
o Staphylococcus aureus;
o Pseudomonas aeruginosa.

Kononusanus Pseudomonas aeruginosa npu B3 y neteii BcTpeyaercs pexe, 4eM Y B3pOCIbIX,
BBISIBJISIETCS] IPEUMYIIECTBEHHO Y MAIMEHTOB C MYKOBUCIUA030M (OMUCAaHUE JAaHO B KIMHUYECKUX
pekomeHganusax mo KucrozHomy (¢pubpo3y (MyKOBHCIMIO03Y)) M, KaK MPaBUIIO, aCCOIMHPOBAHA C
OoJtee TsDKENbIM TeueHueM 3aboneBanus [4,5,6,7].

Y B3pOCHBIX MAIMEHTOB C OpOHXOIKTa3aMH HaAWOOJIee YaCTBIMH MHUKPOOPTaHW3MAMU,
KOJIOHM3HUPYIOIIUMU HWXXKHHUE JIbIXaTelbHbIE TYTH, SBISIOTCS Haemophilus influenzae u
Pseudomonas aeruginosa [Cummings S, Nelson A, Purcell P, et al. A comparative study of
polymicrobial diversity in CF and non-CF bronchiectasis. Thorax 2010; 65: Suppl. 4, A13.].
Pseudomonas aeruginosa BeiceBaetcs y 12 — 43% OOMBHBIX, €€ KOJOHH3AIUS COMPOBOXKIACTCS
0ojee HU3KMMH TOKa3aTeNsIMU JIETOYHOW (QyHKIMH, Ooyiee BHIPAKEHHBIMH CUMITOMAaMH, HU3KUM
KaueCTBOM JKM3HHM W YAaCTBIMU TOCIMUTATH3AIMSIMH MO CPaBHEHUIO C B3POCIBIMH OOJIHHBIMHU
HEMYKOBHCIIHIO3HBIMA OPOHXO0AKTa3aMH, He HMEIOITUMU 3TOT0 Bo30yauTens [Foweraker J.E., Wat

D. Microbiology of non-CF bronchiectasis. In: Bronchiectassis. Eur. Respir. Mon. 2011. 52, 68-96.


https://books.ersjournals.com/highwire_book/ac/precheck?id=ersbk%3B9781849840125/1/chapter_6&view=body&tizra_redirect=https%3A//reader.ersjournals.com/bronchiectasis-out-of-print/77&id_type=pisa&recheck=&book_edition=78616

DOI: 10.1183/1025448x.10003610.]. B 18 — 24% cny4yaeB, MPEHMYIICCTBEHHO IPHU JIETKOM
Te4eHUH 3a00JIeBaHUs, MATOTCHHbIE MUKPOOPIaHU3MBI B MOKPOTE OOJBHBIX OpOHXOIKTa3aMH HE
BeiceBatorcs [King PT, Holdsworth SR, Freezer NJ, et al. Microbiologic follow-up study in adult
bronchiectasis. Respir Med 2007; 101: 1633-1638; Angrill J, Agusti C, De Celis R, et al. Bronchial
inflammation and colonization in patients with clinically stable bronchiectasis. Am J Respir Crit
Care Med 2001; 164: 1628-1632.].



ITHOJ0TUS HHPEKIMOHHBIX 0CJI0KHEHUI MPU OPOHX03KTAa3aXxX.

BocnanurensHblii mporiecc B JIETKHX IPH OpPOHXOIKTATUYECKOH OO0JE€3HH OOYCIOBICH
XPOHUYECKON OaKTepHaabHON MH(EKIHeH AbIXaTeNbHBIX IMyTeld. B KIMHMYECKHX MCCIIET0BAHMSIX,
MOCBSIIIEHHBIX OPOHXOAKTATHYECKOW OOJe3HH, XpOHHUYECKash WHGEKLIUsS [bIXaTelbHbIX MyTen
MOATBEPKIAETCS 2-KPATHBIM BBIJEICHUEM OJHOTO U TOTO K€ MUKPOOPraHU3Ma C MHTEPBAJIOM HE
MEHee, 4eM 3 Mecsia, B TeueHue 12 mecsues [1].

[TarimeHTOB ¢ OPOHXOAKTAa3aMHU MOKHO Pa3JeluTh Ha JIBE TPYMIBI: C MyKOBUCIUI030M H
0e3 mykoBucuuosa (MB).

Muxkpodiiopa apIXaTeNbHBIX IyTeH Yy OTHUX JBYX TIpynn B OOJIBUIMHCTBE CIIy4yaeB
OTJINYAETCS.

Jletu ¢ MB nepBoHavanbHO WHPUIUPYIOTCS OaKTEpHSIMHU S. aureus, 3zarem Haemophilus
influenza, koTopbie HanboIeE YACTO HUACHTH(DUIUPYIOTCS Y IETEH IKOJILHOIO BO3pacTa, a MO3/IHEe
P. aeruginosa. Yacrora BbieneHust P. aeruginosa ¢ Bo3pacTOM HEYKJIOHHO pacTeT W B
MOJIPOCTKOBOM ~ Bo3pacTe P. aeruginosa CcTaHOBHUTCS JOMUHHPYIOIIUM MHUKPOOPTaHH3MOM,
BBI3BIBAIONINM CHHETHOWHYIO MH(EKIHIO JIETKMX y manueHToB ¢ MB Bo B3pociom Bo3spacre.
Jpyrumu Hanboliee 4acTo BCTPEUAIOLTUMUCS MUKPOOPTaHW3MaMH y B3pOCIBIX ManueHToB ¢ MB ¢
OpOHXO03KTa3aMU SIBISIOTCSA He(hepMEHTHPYIOIINE TPaMOTpULIaTeIbHbIE OAKTEPUHU C JICKAPCTBEHHOMN
YCTOMYMBOCTBIO KO MHOTHMM aHTHOMOTHMKaM, Takue kak Burkholderia cepacia complex,
Achromobacter spp., Stenotrophomonas maltophilia u ap. [2].

HecmoTpst Ha cXOICTBO ITHOJOTMYECKUX XAPAKTEPUCTUK U KIMHUYECKUX CUMITOMOB ITALIUEHTOB C
Oponxoskrazamu ¢ MB u 6e3 MB, mukpodnopa gpIxaTenbHbIX MyTed y 3THX MAIMEHTOB
paznuuaetrcsi. Cpenu OONBHBIX C OpoHxodkTazamu 0e3 MB Haumbosee wacTto BeTpevaroTcs
HECKOJIbKO BHOB MHKpoopranu3moB: P. aeruginosa, H. influenzae u Moraxella catarrhalis, HTM

U aHa’poOHbIe MUKpoopranu3Mel (Tabmura Ne..) [3, 4].

Tab6auuna....Ne Mukpodiopa apixaTelbHbIX IyTell COIJIACHO OTYETY perucrpa

oponxoskrazon CIIA [5].

Boz0yaurean IIpouent
perucrpanuu
Haemophilus influenzae 8-52%
Pseudomonas aeruginosa 9-43%
Moraxella catarrhalis 1-27%
Streptococcus pneumoniae 3-37%
Enterobacteriaceae 7%




Hemyob6epxynesnvie mukobaxmepuu 30%
MSSA 3-27%
MRSA 2-3%
Opogapunceanvras ¢ropa 74%
Prevotella 45%
Veillonella 33%

JlomuHupyOmUM BO30yauTeneM y JAereid ¢ OpoHxodkrazamu 0e3 MB smmsercs H.
influenzae. JIpyrue MukpoopraHu3Mbl, Takue Kak S. pneumoniae, S. aureus, M. catarrhalis u P.
aeruginosa, BcTpeyaroTcst ropasio pexe [6, 7].

VY B3pocibIX OONBHBIX ¢ OpoHXO03KTa3zamu O0e3 MB Takke Hambosee dacTo Beaenstor H.
influenzae, kotopeiii oOHapykuBaetcst outu y 35% mamuentoB. OnHAKO ypOBeHb BbluesieHus P.
aeruginosa 3HaYMTENILHO BBIIIE, YeM y JAeTeH, U BhisiBIIsseTcs y 5—31% mnaruentos [8, 9, 10, 11].

OCHOBHBIM HMCTOYHUKOM HMHQUIIMPOBAHUS OONBHBIX sIBisieTca 1) OolbHUYHAs cpena
(BO31yX, MEIMUMHCKOE 00OpYIOBaHME M WHCTPYMEHTHI); 2) OKpykarolas cpena (Bojaa, MoyBa,
BO3/yX); 3) HHPUIMPOBAHHBIA OOJIHHOHU (TIEpEKPECTHOE HHPUITUPOBAHUE).

NudummpoBanHbie  MaMEHTH  BBUACIAIOT  OTH  MHKPOOpPTaHU3MBI ~ BMECTE  C
MHOUIMPOBAHHBIMHU YaCTULIAMU CIU3U WM MOKPOTHI, KOTJa KAlUISIIOT, YMXalT, pa3roBapuBaioT,
KOT'/Ia MPOXOJAT pa3INvHble MEAUIIMHCKHE MPOIIETYPhl M UCCIIEOBAHUS - (PU3HOTEPAIINIO TPYTHON
KJIETKH, TECTUpOBaHUE (DYHKIIMH JIETKUX, B TOM YHCIIE BO BpeMsl MHTyOanuu Jierkux. [12].

[lepekpecTHOe MHPUIMPOBAHME MOXKET MPOUCXOAMTH HPU NPSIMOM KOHTAKTE, HEMPSIMOM
KOHTAKT€ U BO3YLIHO-KANEIbHBIM IIyTEM.

VY psna manueHToB ¢ BD MokeT pa3BuBaThcs OpOHXHMallbHas OOCTPYKIIUS, T€HE3 KOTOpPOit
CII0)KEH U MHOTOKOMIIOHEHTEH: B (DOPMHUPOBAHUM OPOHXHAJIBbHOM OOCTPYKIMM HIPAIOT POJb Kak
HeoOpaTUMble CTPYKTYpHbIE U3MEHEHUS! OpOHXUAIbHOTO JIepeBa, TaK M BO3JCHCTBUE MEIUATOPOB

Bocmajienus [5,6,7].

['mneppeakTuBHOCT, OpoHXOB omnpenensiercs y 40% mnamueHTOB C OpOHXODKTa3aMu,
MOJIOKHUTETbHAS TIPo0a ¢ OPOHXOJUTHKOM TIPU MCCIICIOBAaHUU (DYHKIIUU BHEIIHETO JIBIXaHUS — Y

20-46% naruentos [5,8].

1.3 Dnuaemunosorus 3ad01eBaHus WM COCTOSIHUSA (TPynnbl 3a00J1eBaHN HJIN COCTOSTHUH)
_Pacnpoctpanennocts 6ponxoskrazoB (b3J) B momynsuu TOYHO HEU3BECTHA. BHISBIIEMOCTD

bBO B Pa3HBIX CTpaHax MOXKET 3aBUCETH OT PA3JIMYHBIX IMPUYWH, B TOM YHUCIIC, OT AOCTYIIHOCTHU

MEAUIIMHCKOTO0 000PYAOBaHUS C BU3YyaIU3allel XOpoIlIero KayecTna.



B ®unnsuaun pacnpocrpaneHHocts b3 cocrasnsier 2,7 Ha 100 000 Hacenenus. [5], B ['epmanuu -

67 1a 100 000 [9].

Nmerorcss nanHple 00 yBEIMYEHUU YacCTOThI BCTPEUAEMOCTH OPOHXO3KTA30B C BO3PACTOM,
tak, B CIIIA pacnpoctpanenHocts BO cpeau Hacenenus B Bozpacte 18-34 net cocrasinser 4,2 Ha
100 000 demoBek, Torma kKak y dmoaed crapme 75 mer —  271,8 ma 100000 [10]. B
BenukoObpuTaHun 0TMEYarOT pOCT PaCHPOCTPAHEHHOCTH OPOHXO3KTA30B B MOMYJALUU cTapiie 18
set ¢ 350,5 na 100000 B 2004 no 566,1 na 100 000 B 2013 cpeau xenmun u 301,2 val00 000 B
2004 1o 485,5 ra 100 000 in 2013 cpeau My>K4YHH 3a TOT K€ POMEXYTOK Bpemenu [11].

UccnenoBanue pacnpoctpaneHHOcTH bD B nmerckod monyisiiuu, mpoBeieHHoe B HoBol
3enananu, CBUAETEILCTBYET 0 Oosee BrIcOKOM yactoTe: 3,7 Ha 100 000, mokazaTtenu OTINYAIUCH B
3aBUCHMOCTH OT 3THHYECKOM nmpuHaiesxkHoctu (ot 1,5 va 100 000 y Beixoaues u3 Espornsl 1o 17,8

Ha 100 000 y TuxookeaHCKUX aOOpPUTEHOB) [5].

UccnepoBanuii 1o wuszyuyeHuro snuaemuonorun bD y nerei B P® He npoBOAMINCH.
CyMMapHble CTaTUCTUYECKHE CBEJCHHS O PACIPOCTPAHCHHOCTH HO30JOTHYECKUX  (opM,
cootBercTBytomiux 1o MKB10 komam J44 (npyras XxpoHuyeckas OOCTpPYKTHBHAsl JIeroyHas
6one3ns) u J47 (OpoHxoskTatuyeckas 6oie3ns) y aereid or 0 mo 14 ner, ciexyromue: 98,3 Ha
100 000 B8 2010 r. u 89,3 na 100 000 B 2011r.

1.4 Ocob0eHHOCTH KOAMPOBAHMA 3200/1eBaHUS WM COCTOSIHMS (TPynnbl 3a00/1eBaHU
WINCOCTOSIHUI) M0 MesKIyHAPOAHOM CTATUCTHYECKOH Kiaccupukanuu 0osie3Hei u
npo0JieM,CBSI3aHHBIX €O 3I0POBbEM
_J47 - BpouxoskraTuueckas 00J€3Hb
Bpouxunonskrazbl

Q33.4 - BpoxxneHHast OpOHX0IKTa3HUs

1.5 Knaccudukauus 3a60/1eBaHUs UM COCTOAHUS (TPyNIbI 32001€eBAHNIA UM COCTOSTHMIA)
CornacHo mnpunsatoir B Poccum Knaccupukanmu xnuHuueckux (HopM OpOHXOJIETOYHBIX

3aboneBaHuil y gereit (2009 r.) Bblmensercss OpOHXOIKTaTHUecKas 00Je3Hb U OpPOHXOIKTa3bl,

SABJIIIOINHUECS IPOABIICHUEM ﬂperfI IaToOJIOIruun:

Bponxoskraruueckast 6osne3nb (J47) - mpuoOpeTéHHOE XPOHMUYECKOE BOCIAIHTEIHLHOE
3a0ojeBaHUe OpPOHXOJETOYHOW  CHUCTEMBI, XapaKTepU3ylolleecss T'HOWHO-BOCHIAIUTEIbHBIM
MPOLIECCOM B  pacHIMPEHHBIX Je(OpPMUPOBAHHBIX OpOHXaX C HUHQUIBTPATUBHBIMH U
CKJIEPOTHYECKUMH H3MEHEHUSIMH B TIEPUOPOHXUATEHOM IIPOCTPAHCTBE.

BpoHX03KTa3pl MPUHATO MOApa3neniaTh Ha yunuxopudeckue (Ilpunoxenue I'1, puc.3),

mewomyamule (I[Tpunoxenue I'l, puc.4) u cmewannvie (Ilpunoxenue I'l, puc.5). OnuceiBaroTcs



TaKKe Kucmosuouvie, sepemernooopasuvie (Ilpunoxenne I'l, puc.6) u sapuxosznvie (Ilpunoxenue

I'l, puc.7) 2.

B cBsa3u ¢ TEM, YTO Y OAHOI'0 nmanvue€HTa MOI'YT BCTPE€UAThCA Pa3JIMYHbIC TUIIbL BB, Ooubliree
3HAYCHHUEC HMCCT paCHpOCTpaHéHHOCTB U JIOKaIu3alks H3MCHECHHH B npeaciax KOHKPETHBIX

OpOHXOJIETOYHBIX CETMEHTOB.

e HHnaunapuyeckue b BO3HUKAIOT B OCHOBHOM IMPU CKJIEpO3e OPOHXHUANBHBIX CTeHOK. [Ipu
3TOM MPOCBET OpOHXa pacUIMpseTCs PAaBHOMEPHO Ha JOCTaTOYHO OONBIIOM HpOTsDKEeHHH. Yarie
BCErO0 3TO MPOUCXOAUT Ha (OHE MAPYrux OONe3HEeW JEeTKuX (6mopuunvie OPOHXOIKMA3DL).
Hunuuaapudeckas popmMa HE COCOOCTBYET CKOIUIEHHIO OOJBIIOr0 0O0beMa THOs, MMOATOMY 00IIee
COCTOSIHME MaIMEHTOB, KaK MPABUJIO, HE CIUIIKOM TSKEIOE.

e Memoryarbie B) - omuHOYHBIE mIapooOpa3HbIE WM OBAIbHBIC PACIIUPEHUS C OJHOU
cropoHsl Oponxa. Hepeako nmanHast ¢opma BCTpedaeTcsi NMpH BPOXKICHHBIX Ie(peKTax pa3BUTHS
JIETOYHON TKaHU. MEIIKU TMPeICTaBIsaIOT cO0O0il cliernble BBHIMSUYMBAHUSA CTEHKH, KOTOPHIE MOTYT
JOCTUTAaTh OONBIINX Pa3MEpPOB. 3/1€Ch CKAITMBACTCS 3HAYUTENbHBII 00BEM MOKPOTHI U THOS.
Teuenne 60s1e3HN y TAKMX MAIIMEHTOB OOBIYHO TSIKENIOE.

PacnipoctpanénHpiM BapuaHTOM pa3BuTUsi BD sBnsercs yacTudHas oOTypauust KPYIMHOTO
OpoHXa OMyXOJIbI0, MHOPOAHBIM TEJIOM, PYOIIOM HIIM CIOABJICHHE €ro HW3BHE YBEIUYCHHBIMU
mumbaTtuieckumu y3namu. Takue BD BO3HUKAIOT B 30HE YaCTUYHOI'O WMIIM MOJHOTO aTelieKTa3a H

0003HAYaIOTCA KaK aTeJeKTaTHYecKue.

B mexanusme pasButus bBD onpenenéHHyro posib Urpaer Tpakiuus OpOHXHAIbHOM CTEHKU
(GuOPO3HBIMH TSHKaMHU M3 OKpY»Karoled (uOpo3HO U3MEHEHHON TKaHM, B CBSA3M C YeM, B HAYYHOM

TEPMHUHOJIOTHH YTBEPAUIOCH MOHATHE TPAKIUOHHBIX OpoHX03KTa308B [5,6,7,12,13].
B Teuenun oponxosxmamuueckoil 60ne3nu pazanyaioT 1Be Ga3bl:

o ®da3za o0ocTpeHMsI — aKTHBHBIA BOCHAJIUTENbHBIM MPOLECC ¢ HAKOIUIEHUEM THOsd. B 3ToT
MEepUOJI CHUMITOMBI 3a00JieBaHMsI HamOoJiee spkue. B HEKOTOpBIX cCilydasix, TPU OTCYTCTBUH
aJICKBATHOTO JICUEHHUS, MOXET TMPOM3OUTH OBICTpOE YXYAIIEHHWE COCTOSIHHS —IallMeHTa:
BOCTIAJIUTENBHBINA MPOIECC BBHIXOAWT 32 PAMKHU PACHIMPEHHOTO OpOHXa, Pa3BUBAETCS IMHEBMOHUS.
Yactora 000CTpeHUIT MOXKET OBITh PA3TMYHON — OT HECKOJBKUX 3MHU30/I0B B TOJ 10 HECKOIBKHUX B
TeYEHHE OJHOTO MECSIa.

e ®a3za peMHCCHM XapaKTEPHU3YETCS] OTCYTCTBUEM OCTpPbIX cHUMOTOMOB. BD mpu sTOM
coxpansitoTcs. llpu HamU4YMM MHOXECTBEHHBIX PACHIMPEHUH OpOHXOB M COIMYTCTBYIOLIETO
MTHEBMOCKJIEp03a B (ha3ze pEMUCCUM MOXKET HAOIIOAAThCS CyXOM WIIM BJIAKHBIN Kallleilb, MPU3HAKU

NBIXaTeIbHONH HEJOCTATOYHOCTH.



1.6 Kiimnnyeckas kapTuHa 3a00J1eBaHUs WM COCTOSTHUA (TPyNIbl 3a00/1eBaHUI WJIN
COCTOSIHM i)
_Y OospLIMHCTBA J€Te OTMEYaroTCs 4acTO PEeLUAMBUPYIOIINE PECHUpPATOpPHbIE MH(EKIHUU C
ABJICHUSIMU OpoHXuTa. JlOCTAaTOUHO paHO MOSIBJIAETCS Kalllelb C BBIJEJICHUEM TI'HOMHON
MOKpPOTHI. [IToMHMO 3TOro MOKET OTMEUYAThCsl CBUCTSILEE JIbIXaHUE, CIBIIIMMOE Ha PacCTOSHUU
W/WM «opanbHas Kpenutanus». [Ipu pacrnpocTpaHEHHOM IpoLEecce ¢ BapUKO3HBIMU H/HITH

MemotdaTeiMu BO MokeT oTMedaThCs OJbIIIKA.

2. I[I/IaI‘HOCTl/IKa 3a200J1eBaHUA UM COCTOSTHUS (prﬂﬂbl 3a00J1eBaHUM MJIHU
COCTOHHI/Iﬁ), MEAUIMHCKHUEC MTOKa3aHUA ! ITPOTUBOIIOKA3AHUA K IPUMECHCHUIO

METOA0B JTUATHOCTUKHU

B ces3u ¢ mem, umo 6poHX03KMA3bl MO2YN 6CMPEUAMbCS U KAK CamMoCmosimenvHoe 3aboesanue,
U Kak nposisleHue  Opyeou  namoao2uu,  OUACHOCMUYECKUN  NooX00  O0jdceH  Obimb
MYTOMUOUCYUNTUHADHBIM.

Hpednwzo:»cumb Hanuyue b3 moowcno npu Haauduu czzedy}ou;ux KIUHUYEeCKUX CUMNIMOMO8.

o lnumenvbHulli Uiy NOCMOAHHBIU Kaulelb (C gblOeleHUeM MOKPOmbl, pedxce 6e3 MOKpOmbl)
Ha npomsidiceHuu bonee uem 8 Hedelwb,

®  nOCMOsiHHble U/UNU NEepCUcCmupylowue Xpunvl 6 JecKUX, KOmopvle HeB03MONCHO
00BACHUMb OpYUMU NPULUHAMU,

®  HenoiHoe paspeuwieHue NHEeBMOHUU NOCie a0eK8AMHOU mepanuu Uil HO8MOpHble
NHEBMOHUU OOHOU U MOU Jice TOKATUZAYUL,

®  CMOUKUL CUHOPOM OPOHXUATILHOU 0OCMPYKYUL, MOPNUOHBIN K AOEK8AMHO HA3HAYEHHOL
U NPOBOOUMOLL Mmepanuu;

®  Haluuue pPecCnUpPamopHuiX — CUMRIMOMO8 Y Oemel €O CMPYKMYPHLIMU — U/Ulu
@DYHKYUOHATLHLIMU  HAPYUWEHUAMU  HCETYOOUHO-KUUEYHO20 MPAKMA U BEPXHUX ObIXAMENbHbIX
nymeiu,

° KpoesoxXapKaHbe.

2.1 Kaao0bl 1 aHAMHE3

Kanobwvl u anammnes coomeemcmayrom cumnmomamuxe 6POHX0Ne204HOl UHGeKyuu.

OcHogubiMu  dcanobamu nayuewma uw/uiu pooumenell pebeHKa ¢ OpPOHXO0IKmMAazamu
AGNAIOMCS: KAWETb, Yaue GILANCHbIIL ¢ OmoelleHuemM MOKPOmbl, 00blUWKAd, UHO20Ad KPOBOXAPKAHbLE,
O0Nb 6 2pYOHOU  KIemKe, WIOXAs NePeHOCUMOCHb (PUUUEeCKOU HA2PY3KU, YMOMISAEMOCHb,

CHUJMCEeHUE Kavecmea JHCU3HU

OcCHOBHbIMU  KAUHUYECKUMU npoA6IEeHUAMU 6p0Hx03KmamuueCK011 Oone3nu  AGIAIOMCA

NOBMOPHbBIE 0OOCMPEHUsL BOCNAIUMENbHO20 Npoyecca 6 1eckux (00 3-4 paz 6 200), y Oemell nepevix



Jlem JICU3HU HepeOKO HabI0aemcs HenpepuleHo-peyuousupyowee meyenue 0Oonesnu. Jns
3a601e8aHUsI XapaKkmepeH NOCMOAHHBIU GIAXCHBIU Kaulelb ¢ OmoeieHuemM MOKPOmbl, 2lA8HbIM
obpazom, no ympam. Konuuecmeo moxpomwvl modcem O6bimb OMHOCUMENLHO HEDONLUUUM, 8 8UOe
OMOeNbHbIX NIe6K08. MoOKpoma «NOIHbIM PMOM», KAK 3MO0 paHee ONUCLIBAIOCh NPU KIACCUeCKOU
OpoHXOKmMamuueckou Oone3Hu, 6 Hacmosuee epemsi Yy Oemel HabMOOAemcs peoxo.

Kposoxapxanve, npu cospemennom meyenuu 6one3nu maxdice peoko ecmpedaemcs y oemell.

Hauanvnvle npusnaxu 6ponxoskmamuueckori 6one3nu nosasisaomcs 00blYHo 6 nepgvle 3 200a

JHCUZHU peDeHKda.

B nocneonue oecamunemus ommeuaemcs menoenyus K 6osee ieckomy meueHuro 6onresnu. V
Odemeli npeob.1adarOm max Hazvleaemvle «Mmauvlie hopmuvly 3a001e6aHUs, KOMOopbvle npomexkarom oe3
CHOUHOU UHMOKCUKAYUU, BbIPAICEHHOU OvblxamenbHou Hedocmamounocmu.  Kpatine pedkumu
cmanu  msdcenvlie OCIONCHEHUs  OONe3HU, paHee CUUMABUIUECS XAPAKMEPHbIMU O DMO20

cmpaoarnus (abcyeduposanue 1e20uHol MKaHU, aOCYeccvl Mo3ed, AMUIOUOO03).

YV e3pocavix  OOnbHbIX  OPOHXOIKMA3AMU ~ OCHOBHBLIMU — KAUHUYECKUMU — CUMNIMOMAMU
3a001e8anus  AGNAOMCA  Kawelb ¢ MOKpomou (oonako 00 25% 0O01bHbIX JHCANYIOMCA HA
U30OLIMOUHLILL  00beM MOKPOMbL MOJNbKO Npu  0D0CMPEeHUsx), KposoxapKkanve (yawe npu
obocmpenusx), 00blKa npu Qu3UYecKoU HacpysKe, NOSbluleHUe memnepamypvl mend, 60au 6
epyonou knemke [Nicotra MB, Rivera M, Dale AM, et al. Clinical, pathophysiologic, and
microbiologic characterization of bronchiectasis in an aging cohort. Chest 1995; 108: 955-961.].
Oo0Hako 6ce CUMNMOMbBL OPOHXOIKMA308 HECNEeYUPUUHBLL U MOSYM  BO3HUKAMb NPU  OpPYUX

XPOHUYECKUX 6p0HX0]Z€20LIHle 3a0601e8aHUSX.

o Y Bcex MalueHToB ¢ OPOHX0JIKTa3aMU PEKOMEH]IYeTCs IETANbHO y3HATh O TEYCHUH PAHHETO
HEOHATAJIBHOTO TEpHUoJa, OCOOCHHO B OTHOIICHHH PECIHUPATOPHOTO JUCTPECC-CHHAPOMA,
OpOHXOJIETOYHOM qUCTIa3uu, mHeBMoHMH [ 1,2,3.,4,5,7].

(YYP-C, VI -5)

KommeHnTapuii: nepgvie cumnmomvl psaoa 8podicOenHulx OOJle3Hell J1ecKUX 803HUKAIOM 6 PAHHeM
HEOHAMANbHOM Nnepuoode, Hanpumep, y HAYUEHMO8 C  NePBUYHOU YUIUAPHOU OUCKUHe3uell,
NnepBUUHbIMU UMMYHOOePUyUmamu, MyKosUcyuoo3om .

o PexomeHayeTcss YyTOYHHTH HAJIMYWE€ B aHAMHE3€ XPOHUYECKUX WM PEIHIMBUPYIOIMIAX
CUHYCHUTOB, OTUTOB, Ha3aJbHBIX MOJUINOB [4,5,7] .

YYP-C, VI -2)

KomMmenTapmii: nepeuucienuvlie cumnmomvl mMocym HAOA0O0AMbCA Y NAYUEHMO8 C NepeUUHOL

YUIUAPHOU OUCKUHe3Uell U MYKOBUCYUOO30M, UMMYHOOepuyumamu.



VYYP-C, VI -2)

o Pexomenayercs oOpaTuTh BHHMAaHHME Ha HAJIWYME B aHaMHE3e pPEOCHKA TSHKEIOTro
3a00JIeBaHUsl HWXHHUX JIBIXaTEIbHBIX IyTeH (3aTSDKHOM OpOHXHT, THEBMOHHS, Fyoepiyses;
KOKJIroIIL, Koph | T.11.) [1,2,3,4,5,7].

YYP-B,YVI1-1)

° YTOUHUTH HamW4yue aclupalydd HWHOPOJHOIO Tejla B aHamMHE3e WM BO3MOXKHBIN
acnupanoHHslil mpouecc [1,2,3,4,5,7].

(VVP - C YT - 2)

J PexomeHiyeTcsl yTOUHUTDh HAJIMUKE B-aHamie3e CUCTEMHbBIX BOCHAINTENbHBIX 3a001€BaHUI
(B TOM dYHCIle, PEBMATOMIHOIO apTPUTA) WJIM BOCHAIUTEIbHBIX 3a00JICBAaHHI JKEIyJOYHO-
KUIICYHOTO TpakTa [7].

(YYP-C,VI1-2)

2.2 PuzukajabHoe 00CaeT0BAHUE

Obwuti ocmomp noodpasymesaem OYeHKY 00we20 Gu3uuecko2o coOCMoAHUSA, QU3ULECKO20
pazeumusi peOeHKa, noocyem uYacmomvl ObIXAHUSL, CEPOCUHbIX COKPAWEHUU, OCMOMpP GEePXHUX
ObIXAMENbHBIX nymell U 3e6d, OCMOMP, NATbNAYUIO U NEPKYCCUIO 2PYOHOU KIeMKU, AYCKYIbMAyuio

JlecKux.

Moeym nabrodamvcs pasiuunvle deghopmayuu epyonou kiemku. Ilpu pacnpocmpanenuom
NOPAdCEHUU JIe20UHOU MKAHU HEPEOKO MONCHO OOHAPYICUMb KOCBEHHbLE NPUSHAKU XPOHUUECKOU
2unoxkcuu: degopmayuu KOHYeswvlx (Paiane naivyes no muny «oapadbauHvix naivyesy u/uiu Hoemell

no muny «4acoe6oblx CmeKo».

V' 6onvuwuncmea nayuenmog ¢ OpOHX0IKMA3AMU, OCOOEHHO 6 nepuode 000CMPeHUs.,
OMMEYAroOmMcs NPUHAKU ObIXAMENbHOU HeOOCMAMOYHOCMU, 00bIWKA, V HEKOMOPLIX NAYUEHMO8,

opalbHAAl Kpenumayusl.

IIpu Oponxoskmamuueckou bonesHu y oemetl HepeoKko OMMeYarmcs paziuyHvle
Ooehopmayuu epyOHOU KIeMKU. Yauje ce2o ee ynioujenue Ui 3anaoeHue 00Hol U3 ee Noa08UH Ha
cmopone nopadxcerusi. OOHUM U3 XAPAKMEPHBIX KIUHUYECKUX NPUSHAKOE OPOHXOIKMA3UU
cuumaemcs ymoaujeHue Ho2meswlx (hanane nanvyes («bapabanuvie NAIOYKUY), MAK HA3bl8AEMAs,
eunepmpodghuueckas ocmeoapmponamus (cunopom Ilvepa Mapu-bambepeepa). Oonaxo smom
CUMNMOM 00bIYHO BCIPEYAemcs y NaYyueHmo8 ¢ pacnpoCmpaneHHbLMU OPOHX0IKMAa3amu u

AKMUGHO mexKywum CHOUHBIM 3H()06p0qum0M.




llepkymopno HaoO necKumMu Modxcem GulCIYUUBAMbC KOPOOOUHbIL OMMEHOK 38YKa U/unu

yuacmku npumynienus, npu aycKyibmayuu

Ayckynbmamueno y — nayueHmog ¢ OPOHXOIKmMAzamu ¢  OONbUWUM  NOCMOSAHCMBOM
NPOCIYUUBAIOMCA CMADUTbHBIE TOKATUZ08AHHbIE GIAJCHble XPUNbl (Yauje cpeoHenysvipuamuvle),
KaK npaeunio, HAao 30HOU NOpaxcenus. Mo OO0UH U3 CAMbIX XAPAKMEPHLIX NPUSHAKOS
OpoHXOIKMamuueckol ooneznu y demell u 63pocavix. Hapaoy c enrasicuvimu xpunamu y 001bHbIX
MO2Ym NPOCAYWUBAmvcsi cyxue xpunvl. IIpu Hanuuuu KPYnHeIX OPOHXOIKMAMUYECKUX NOIOCHell

ObIXanue HA0 IMUMU 30HAMU MOICEM UMemb aM@opuieckuli xapakxmep.

° Pexomennyercs netsim ¢ bBD ompenenste 000CTpeHHE XPOHHYECKOTO OpPOHXOJIETOYHOTO
mnmponecca B OCHOBHOM TIIO KIMHUYCCKHM IIpU3HAKaM: €CIu Yy peGeHKa YCUIIMBAIOTCA
peCIupaTOPHbIC CHUMIITOMBI (HpeI/IMYH_IeCTBeHHO Kallellb ¢ Wik 0e3 U3MEHEHUs KOJUYEeCTBa WU
XapakTepa MOKPOTHI) B CBA3M C HEIOCTATOYHOW HH(GOPMATHBHOCTBHIO JaO0OPATOPHBIX H/WIH
WHCTPYMEHTAJIBHBIX MapKEpPOB - C IIEJIbI0O CBOEBPEMEHHOI'O Hayala aHTUMHUKPOOHOHN Tepanuu
[Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT,
Karadag B, Midulla F, McCallum GB, Powell Z, Snijders D, Song WJ, Tonia T, Wilson C, Zacharasiewicz

A, Kantar A. European Respiratory Society guidelines for the management of children and adolescents with
bronchiectasis. Eur Respir J. 2021 Aug 26;58(2):2002990]/

(YYP - C, YIUI - 5)

KOMMEHTapI/Iﬁ: Hanuyue o0blKY U/UIU SUNOKCEMUU pacyerueaencs KaKk maiaicenoe.

2.3 JlabopaTopHbie TUATHOCTHYECKHE UCCIeI0BAHUS

o _Pexomennyercss wuccnenoBath ypoOBeHb HWMMYHOIJIOOYJIHMHOB B CBIBOPOTKE KPOBH
(mmmynor00YyMHBL A,M,G,E) (MccnenoBanrne ypoBHS MMMYHOTJIOOYJIHWHOB B KPOBH) C IICIBIO
JMAarHOCTHKH MMMYyHOAe(uIuTHOrO cocrosinusi|l1,2,3,4,5,7].

YYP-C, VI -5)

o Pexomenayercs Bcem manueHTamM ¢ OpOHXOdPKTa3aMu (MJIM C  TIOJO3PEHHEM Ha
OpOHXO02KTa3bl) MUKPOOMOJIOTHYECKOE HCCIEI0BAaHNE MOKPOTHI (MHAYIIMPOBAHHOW MOKPOTHI WU
TpaxeaJlbHOTO  acmupara), WIM, B  HCKIIOYUTEIbHBIX  CUTyalusx (A7  MJIQJCHIIEB),
opodapuHTETPHOTO Ma3Ka H/WIH JKUJIKOCTH OPOHXOATBBEOJIIPHOTO JaBaxa JJid UICHTU(PUKAIINN
MaTOT€Ha/-OB W  ONPEACIICHUs] YyBCTBUTEIBHOCTH BBIACICHHOM MHUKPO(MIOpPHL. MaToreHa
(MaToreHoB) W ONpEIENICHUS UYYBCTBUTEIBHOCTH BbIIEICHHOW Mukpoduopsl [1,2,3,4,5,7]
(Muxkpobuonorndeckoe (KyIbTypalbHOE) UCCIIETOBAaHIE MOKPOTHI Ha a3pOOHbIe U (DaKyJIbTaTHBHO-
aHadpoOHBIE  MHKpoOpraHu3mbl)  (MoOJIEKyIIpHO-OMOIOTHYECKOE  HCCIACIOBAHHE  MOKPOTHI
(MHIYIMPOBAaHHOW MOKPOTHI, (hapHHIO-TpaxeaabHbIX aCIHUPATOB)

. (VVP - C, VI - 5)



KommenTapmii: Hugexyuonno-eocnanumenvHulii xapaxmep nopajiceHus Ciuzucmou 000104Ku
OpPOHX08 NoOmeepIHcOaemcs pe3yrbmamamu noceéa U onpeoeieHust KiemoyHo2o coCmasd
nasaxchotl wcuokocmu. MukpooHwiii cnekmp y nayueHmos ¢ OpoHxodIKmamuyeckou 601e3Hvio, Kak
nPasuio, nPeoCmasiien 6 OCHOGHOM MpemMsi NHeeMOmpOnHbiMU Mukpobamu: Strepthococcus.

pneumoniae, Haemophilus influenzae u Moraxella catarralis.

Kommenrapun: HMccienoBanue npOBOAUTCA IIPUM  INEPBUYHOM JAUMArHOCTUKE M B IIPOLECCE
JTUHAMUYECKOT0 HAOIOACHHS, B TOM YHUCIE, JUIsl KOHTpost ddexkTuBHOCTH Tepanuu, 1 pa3 B 6-12

MEC, IO MTOKAa3aHUAM YaIle
[Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B,
Midulla F, McCallum GB, Powell Z, Snijders D, Song WJ, Tonia T, Wilson C, Zacharasiewicz A, Kantar A. European
Respiratory Society guidelines for the management of children and adolescents with bronchiectasis. Eur Respir J. 2021
Aug 26;58(2):2002990]/

*(YYP-C, YO0 -5)

Taxxe MpoBOAUTCS KOHTPOJIBHOE MCCIEI0BAHUE 1TOCE Kypca aHTUMUKPOOHOM Tepanuu npu
TOCHUTAIM3ALMN WU C 1IeJbI0 OLEHKU 3()(HEKTUBHOCTU MPOBEICHHS IpaAUKalUK IPU TEPBUUYHOM
BhiceBe P. aeruginosa u apyroit rpaMoTpUIaTeIbHOW AHTUOMOTUKOPE3UCTCHTHON (uIopsI (depe3 7-
10 nHeli oT Hayasia Tepamnun).

IIpu XxpoHHYeCKOll rpaMOTpULIATEIbHOW aHTUOMOTUKOPE3UCTEHTHOH (iiope pekoMeHayeTcs
HamnpaBJsITh Ha MUKpOOHOIOrHyeckoe oOcieoBaHUE OOJIBHBIX HAllMEHTOB ¢ OpPOHXO3KTa3aMu B
MIEPUOJT TIPOBEACHUS IPATUKAIMOHHON TEPalHi — €KEMECSYHO C LENbI0 OLUEHKH APPEKTHBHOCTH
SIMMUHAIIMN BO30YAUTEIICH;

Hanpasnsate aereit 10 5 neT Ha IMAarHOCTUKY MUKPOOHOH (h0pbI, MOTYYEHHOH ¢ MOMOIIBIO
riyookoro Maska u3 3eBa. [l nereit crapiie 5-6-meTHero Bo3pacta M B3pOCHBIX PEKOMEHAYETCs
MIPUOPUTETHBIM CUYUTATh aHAJIU3 MOKPOTHI.

[Ipyn Hamu4uM HENPOU3BOJIBHOTO OTXAPKUBAHMS Y MAIlMEHTOB CO CTAOWJIBHBIM TEUEHUEM
00JIe3HN PEKOMEH0BAHO HANPABIIATH MALIMEHTOB €XKETOJHO JUIsl MCCIeI0BaHMsI IMarHOCTUYECKOTO
Marepuana Ha BbisgBiieHHe HTM. Jlng ckpuaunara HTM Hy»KHO MCIIOIB30BaTh MTOCEBBI U MAa3KU Ha
HaJIMuue KHUCIOTOYCTOMYMBBIX OakTepuil, KOTOpble OepyTcs M3 MOKpOTHI nanueHTa. OCHOBHBIM
MUKpPOOHOJIOTMYECKUM  METOJOM  JMAarHOCTUKM  OpPOHXOJErOYHOM  MH(EKUUU  SBISETCS
KYJIbTypaJIbHBI METO/ C TIOCEBOM PECIUPATOPHBIX 00paA3LOB Ha HECEJEKTHBHbBIE, CEIEKTUBHBIE U
XPOMOTEHHBIE TUTATEIbHBIE CPEJIBI.

BaxxHbpIM sIBIISIETCS MCIIOJIB30BAHUE CEJIEKTUBHBIX Cpel JUIsl BBIACIEHUS MHUKPOOPTraHU3MOB,
TpeOyromux ocoOble YCIOBUS KYJbTUBUPOBAHMUS WM JUIsl BBIAETCHHUS HUX CIEUU(PUUECKUX,
CBSI3aHHBIX C OpoHXO0%KTazamu MopdotunoB. Ocobenno aist P. aeruginosa, a taxxke S. aureus B
BUJe PEHOTUIIA MENIKUX KOooHu# [1,2].

JInisi TIOBBIMIEHHSI BEPOSATHOCTH BBIAENICHUS S. aUreuS y TManueHTOB ¢ OpOHXOIKTa3zaMH

PEKOMEHAYeTCs UCMOIb30BaTh OJHY M3 CEIEKTHBHBIX CPEJl — MsCO COJIEBOM arap/xeie3o COJIEBOU



arap WM XpOMOTEHHBIN arap mis S. aureus. B cmydae Beimenenus SCVs denoruma S. aureus
CIIeIyeT WCIOIb30BaTh JOMONHUTENbHBIE MeToabl uaeHTudukamuu (I[P, MALDI-ToF macc-
CIIEKTPOMETPHUIO).

Ckpunuar Ha MRSA mnpoBoauTh myTeM NOpsSMOro IoceBa OuoMarepuana Ha IUIOTHBIC
MUTaTeNIbHbIE CPellbl, C albHEHIINM OIpeIeIeHHeM YyBCTBUTEILHOCTH BBIJICJICHHOTO S. aureus K
11e(h)OKCUTUHY JUCKO-AU(PY3UNOHHBIM METOJIOM HIIM IMOCEBOM 00pa3lloB Ha XPOMOTEHHBIC CpPEIbl
st MRSA.

Hcnonw3zoBanne cenekTuBHBIX cpen (arap MakKonku, arap DHI0, HETpUMHIIHBIN arap ¢
LETPUMHIOM) MOXKET ITOMOYb B HaeHTH(HKanuu P. aeruginosa.

Wnentudpukanuio H. influenzae crnexyer mpoBoauTh B COOTBETCTBHHM C PeKOMEHIAIHSMH
«OrnpeseneHne 4yBCTBUTEIIBHOCTH MHUKPOOPIaHM3MOB K aHTMMHUKPOOHBIM mpenapaTtam», 2021 r.
https://www.antibiotic.ru/files/321/clrec-dsma2018.pdf, MeTtoaudeckumMu pPEeKOMEHIAIUAME IS
MUKpoOOUONOroB  «Bbinenenue, wuaeHTUGUKALKUA W ONpeAelieHHe YYBCTBUTEIBHOCTH K
antuouotukam Haemophilus influenzaey, 2000 roxa [3,4].

3unauyenue Streptococcus pneumoniae u Moraxella catarrhalis B matonoruu apixatenbHOM
CUCTEMBI y MAallUeHTOB ¢ OpoHXO03KTa3zaMu. Ecnu npu BHEOOIbHUYHBIX MTHEBMOHHUAX Yy MallMEHTOB
0e3 OpPOHXO0’KTa30B HauOOJIee YaCThIMU STHOJIOTHUECKMMHU natoreHamu siisitotcest H.influenzae u
S.pneumoniae, To npu OPOHXO3KTa3aX MTHEBMOKOKKH UTPAIOT MEHEE BAYKHYIO POJIb.

Bcrpeuaemocts S.pneumoniae y manuMeHTOB ¢ OpOHXO3KTazamu Hu3Kas. MHunmpoBaHue
WK KOJIOHM3aIHsl S.pneumoniae, Kak mpaBuiIo, MPOXO/ISIINE M CBSI3aHbI C OCTPON PECITUPATOPHOM
uHdeknueit. OnpeneneHre YyBCTBUTEIBHOCTH S.pNEUMONiae W HHTEPHPETAIUIO KIMHHYECKOTO
3HAYCHHS PEKOMEHIYeTCs IIPOBOIUTH TONBKO B Cllydae MaccuBHOro pocta (> 10° - 10" KOE/mi).

AHAJOTHYHBIA IMOAXOJ PEKOMEHIYeTCs TPHUMEHATh W K TPEJACTABUTEISAM TOPSAKa
Enterobacterales, koTopble peaKO SABIAIOTCS  STHOJOTUYECKUM  (PAKTOpPOM  OOOCTpEeHHS
OpOHXO0JIETOYHOTO Tpoliecca Mpu OPOHXO0IKTa3aX, B YACTHOCTH, Y B3POCIBIX MAIIUEHTOB.

HecmoTpst Ha TO, 9TO A7l MAMEHTOB C OPOHXO03KTa3aMH MHUKPOOPTaHU3MBI W3 TPYIIIBI
HepepMeHTUpYIOITUX TpamoTpuniatenbHbix Oakrepuit (HI'OB) He gBIsItOTCS JOMHUHUPYIOIMIUMH B
CTPYKType BO30ynuTeneil OaKTepUaNbHBIX OCIOXKHEHHH, CIeayeT oOpamiaTh BHHMAaHUE MPHU
BBIJICJICHUH crenyromux BuaoB B.cepacia complex, Achromobacter spp. S.maltophilia, B.gladioli,
Ralstonia spp., Cupriavidus spp., Pandoraea spp., Inquilinus spp.

Jlnis1 IOBBIIIIEHHST BEPOSITHOCTH OOHapy»eHus B.cepacia complex B pecnimpatopHoM 0o0Opasiie
OT TMaIMeHTa ¢ OPOHXOA’KTa3aMH BO3MOKHO HCIIOJb30BaHHME CEJICKTUBHOW cpeisl s B.cepacia
complex (BCSA wunm apyrue MONMMUKCHH COJepXaiiue cpenabl). Ha cenekTHBHBIX cpenax st
B.cepacia complex mosker ObiTh monyueH poct apyrux HI'OB (B.gladioli, Ralstonia spp.,

Cupriavidus spp., Pandoraea spp., Inquilinus spp. u ap.).



Jlns Bcex Oakrepmii B. cepacia complex, wuaeHTH(GHUIIUPOBAHHBIX (EHOTHITHUCCKUMH
METOAaMH Ha TECT-CHCTeMaX, NPOBECTH MOJATBEPKAAIOUIYI0 HICHTU(DUKALUIO METOAAMHU
monekynspaoit  uneHtuduxanuu (MALDI-TOF  macc-crieKTpoMeTpuM HJIM  MOJEKYJSPHO-
TeHETUYECKUMU METOJIaMHU ).

Wnentudukamio 10 poja MHKPOOPraHM3MOB, OTHOcsIMXcs k Achromobacter spp.
PEKOMEHIYETCSI MPOBOIUTh (PEHOTUIMUYCCKUMH METOJaMU Ha KOMMEPYECKHUX TEeCT-CHCTeMaXx.
BunoByro uieHTU(UKANIO PEKOMEHIYETCSI IIPOBOIUTH MOJIEKYJIIPHBIMUA METOIaMH (C IIOMOIIBIO —
MALDI-ToF macc-cieKTpoMeTpHH I MOJICKYJIIPHO-TEHETHYECKUMHU METO/IAMH ).

Wnentudukanuio S.maltophilia pexomenayercs npoBoauTh GEHOTHIMMYCCKUMHE METOJAMH C
MCIIOJIb30BAaHUEM KOMMEPUYECKUX TecT-cucteM). Ha cenektuBHBIX cpemax mjis B.cepacia complex
IIpU PyTUHHOM MUKPOOHMOJIOTHYECKOM HCCIIEOBAHUU MOKET HAOII0IAaThCsl POCT OBICTPOPACTYIINX
HTM (nau6osiee yacto M.abscessus), uto TpeOyeT npoBeAeHU HACHTH(DUKAIIMA MOJICKYIISIPHBIMU
Metonamu (¢ momompbio MALDI-TOF macc-cnekTpoMeTpuu WU MOJEKYJISIPHO-TEHETHUECKUMU
MeTosiaMu). T TeIhHOCTh MHKYOAIUH TTEPBUYHOTO TI0CEBAa HEOOX0IMMa CPOKOM HE MEHEE 7 CYTOK
C ©KEIHEBHBIM ITPOCMOTPOM U M3YYCHHEM BCEX BBIPOCIINX BHJIOB KOJOHHIA [S].

Wnentudukanus MUKPOOPTaHU3MOB C HCIOIH30BAaHUEM KOMMEPUECKHX TECT-CUCTEM, MOKET
noTpebOoBaTh MPOJOHTUPOBAHHOTO MEPHOIa HHKYOAIuu (10 48 4acoB).

Bce MHKpOOpraHW3MBI, BBIICICHHBIE U3 JBIXaTCNbHBIX IyTed OT TAIHMEeHTOB C
OpOHXO03KTa3aMH JIOJDKHBI OBITh HJICHTU(PHUIIUPOBAHBI KAK MUHUMYM JI0 POJa, MUKPOOPTAHU3MBI,
UMEIOIME KIMHUYECKOe 3HaueHue — A0 Buga [2]. B cinydae Beimenenuss w3 oOpasma
MHUKPOOPTaHHU3MOB, UACHTU(DUKAIINIO KOTOPBIX TEXHHUECKH HEBO3MOXKHO MPOBECTH B TabopaTopuu,
HEOOXOIMMO COXpaHEHHE KYJIbTYPHI ISl €€ MOCIeNyIomel pernIeHTH(PUKAINN C UCTIOIb30BAHUEM
Macc-CIMEKTPOMETPUH WIIM MOJIEKYJISIPHO-TEHETUUECKUX METOOB [6].

OmnpeneneHre YyBCTBUTEIBHOCTH BBIICICHHOW MUKPOQIOPHI K aHTHOAKTEpUAIbHBIM
mpermapaTaM M WHTEPIpETalMio  Pe3yabTaTOB HCCIEAOBaHUS HEOOXOAUMO TMPOBOAWTH B
COOTBETCTBHHM C aKTyaJbHOH BepcHEH pEKOMEHIAWH 110 OIpPENEeNICHUI0 YyBCTBUTEIHLHOCTH
MHUKPOOPTaHU3MOB K aHTHOAKTEPHAILHBIM IpenapaTaM WA HOBBIX BEPCHI ITOCIIEe WX BCTYIUICHHS B
cuny [3].

BbakTepuu, BBI3BIBAIONINE XPOHUYECKYIO HHPEKIINIO TPU OPOHXO0IKTa3aX MOTYT PacTH B BUIE
CMECH KOJIOHHAIBHBIX MOP(QOTHIIOB OJHOTO M TOTO K€ MHKpOOpraHm3ma. UyBCTBHUTEIHHOCTH
pa3NUYHBIX MOPQOTHUIIOB B TMpeaeNaX OIHOTO o0paslia MOXKET 3HAYUTEIhHO BapbUPOBATh.
HeoOxomuMo ompeneneHne aHTUOMOTUKOPE3UCTEHTHOCTH KaKIOTO BBIAEICHHOTO MOpQOTHIIA
[2,3].

OmnpeneneHne YyBCTBHTEIBHOCTH THUIHYHBIX INTAMMOB S.aUrMEUS K TPOTHBOMHKPOOHBIM

npenaparaM MOKET OBITh BBIITOJHEHO JUCKO-TU(PGY3NOHHBIM METOJOM, METOJIOM TpaJHCHTHOU



nmb¢y3uu, ¢ UCMOIb30BaHUEM TECT-CUCTEM, OCHOBAHHBIX Ha METOJIE OIpPEEICHUs MOTPaHUYHbIX
KOHLEHTpaLUi WK METOAAMH CEpUIHBIX pa3BeleHU (onpeieleHne MUHUMAIbHON 110AABIIAIOIEH
koHneHTpanuu (MIIK)) [3]. OmpeneneHue 4YyBCTBHTEIBHOCTH S.AUFEUS KO BCEMY MEPEUYHIO
MIEPEYUCIICHHBIX JIJIs1 TECTUPOBAHUS IPOTUBOMUKPOOHBIX MPENapaToB cleAyeT MPOBOAUTH HE Yalle
2 pa3 B roa. IIpum Bcex mocienyrOmMX MHUKPOOMOJOTHYECKHX HCCIEAOBAHUAX IPHU BBIICICHUU
S.aureus criemyer IpOBOAUTH CKPUHUHT PE3UCTEHTHOCTH K [-TaKTaMaM Y BBIJEICHHOTO IITaMMa ¢
nomoineio nedokcutuHa [3]. OnpeaencHue YyBCTBUTEIBLHOCTH InTamMMmoB P.aeruginosa. J[lns
TUMWYHBIX [MTaMMOB P.aeruginosa TecTHpOBaHHWE MOXET ObITh BBIIOJIHEHO KaK JHUCKO-
nud(Gy3MOHHBIM METOJIOM, TaK W C HCIOJIb30BAHMEM TECT-CUCTEM, CO3/IaHHBIX Ha OCHOBE
IIOCJIEIOBATEIbHBIX Pa3BEICHUNM KaK B BAPUAHTE IOTPAHUYHBIX KOHUEHTPALMM, TaK U CEPUMHBIX
pasBeaenuii ¢ onpeaenennem MIIK, a Taxxe onpenenenue MIIK merogom rpaauenta [7,8].

Omnpenenenre 4yBCTBUTEIBHOCTH P.aeruginosa cieayer mpoBOAWTH OTACIBHO Ui KaXI0ro
MopdoTuna c¢ ykazaHueM TpoduUIS UYYBCTBUTEIBHOCTH MO Kaxaomy wmopdotumy. Jlns
UHTAIILMOHHBIX (opM TOOpaMMLIMHA HapsAy C ONPENCIIEHUEM CTENEHH YYyBCTBUTEIbHOCTH
P.aeruginosa cienyer onpenensts 3Hadenne MIIK.

KommenTtapuu: McnaHckuM — COBETOM 1O CTaHAAPTHU3ALUMU  YYBCTBUTEIBHOCTH U
pesuctenTHocTd K aHtuOmorukam MENSURA (Mese Espanola de Normalizacion de la
Suseptibilitad y Resistencia a los Antimicrobianos) B 2005 roay mepecMOTpeHBI H yCTaHOBJICHBI
0ojiee BBICOKME TOYKM OTCEUEHHUS [UIsl MHTAISALIUMOHHBIX (OpM BBEACHUS TOOpamMHIMHA NpU
OIpe/ieJIeHUH YyBCTBUTEILHOCTH P. aeruginosa TouKku it 9yBCTBUTEIBHBIX mTaMMOB 128Mmr/1, 35
[0 CPaBHEHHIO CO 3HaYEHHEM <4MTI/J JUIl YyBCTBUTEIbHBIX IITAMMOB M >4 MI/I s YCTOMUMBBIX
LITaMMOB IIPH MapeHTepanbHOM BBeaeHuH [9,10].

OmnpeneneHre 4YyBCTBUTEIBHOCTH K KOJMUCTHHY mpoBoautcs wmerogom MIIK. MIIK
KOJIUCTHHA CJIEAYET ONpeAEsATh TOJbKO METOJJOM MUKpOpa3BeieHHH B OynboHe [3].

Crnenyer yuuTeIBaTh, 4YTO KPUTEPHUHU ISl ONPEIEIICHNS KaTETOPU aKTUBHOCTH KOJINCTUHA 10
OTHOIIEHHIO K MHKpOOy OCHOBaHbl Ha CBHIBOPOTOYHOM KOHIEHTPALMM aHTHOAKTEPUATbHOIO
npernapaTa CUCTEMHOrO JAEWCTBUA. B CBA3M C HMIMPOKUM NPUMEHEHHEM HHTAIALHUOHHBIX (opM
IpernapaTa 3TU KPUTEPUU TEPSIOT CBOI0 3HAYMMOCTh, MIOCKOJIBbKY B CIy4yae MHTAISALUH JIOKAIbHbIE
KOHLEHTPALlUU JIEHCTBYIOIIMX BEIIECTB MHOTOKPATHO MPEBBIIAIOT T€, KOTOPHIE MOXHO JAOCTUYb
IIpY apeHTEepaIbHOM criocobe BBeJeHH. B TO jke BpeMs K HAacTOSIIIEMY BPEMEHU HE OIpe/ieseHbI
kputepuu 3HaueHust MIIK miist KoMcTrHA MPU MHTAISIHUOHHOM €ro NpuMeHeHuu. Mcnonbs3oBanue
KpUTEpPHEB, OCHOBAHHBIX Ha CHIBOPOTOYHBIX KOHIIEHTPALIUAX, TAKUM 00pa3oM, MOKET NMPUBECTU K
omKrOKaM MHTEpIpETalMi pe3yabTaTOB MCCIEIOBaHHUS YyBCTBUTEIBHOCTH MUKPOOPTaHU3MOB JIJIs

MHTAJIIUMOHHBIX (popM aHTHOHOTHKOB [9,10].



Omnpenencane uyBcTBUTENbHOCTH B. cepacia complex. ITo wuaeomornu EUCAST He
NPEJCTABISACTCS BO3MOXHBIM  PEKOMEHJOBAaTh ONPEACICHHE YYBCTBHTEIBHOCTH OaKTepHid
B.cepacia complex mans BbIOOpa HPOTUBOMHUKPOOHBIX NpENapaTroB s Tepanmuud HHQOEKIH,
BBI3BAHHBIX MPEICTaBUTENIIMU 3TON Tpynnbl MUKpoopranusmoB [3]. B ciydae Heobxoaumoctu
ompeziesieHUs] 4yBCTBUTENbHOCTH B.cepacia complex ciemayer UCMoib30BaTh METOJIbI U KPUTEPHUH,
onpeneneHubie aktyanbHbiME cTaHmaaptamu CLSI (Clinical and Laboratory Standards Institute,
NHCTUTYT KIMHUYECKUX U JIa0OPAaTOPHBIX CTaHAApPTOB) [3].

Omnpenenenne uyBcrBuTenabHOCTH S.maltophilia. Ilpu ompeneneHnn YyBCTBUTEIBHOCTH
mrrammoB  S.maltophilia cieayer pykoBOACTBOBAaThCsS aKTyalbHOM BepcHell pEKOMEHIAIMK I10
OIIpEEIICHUIO YYBCTBUTEIBHOCTH MUKPOOPTraHM3MOB K IIPOTUBOMUKPOOHBIM mpenaparam [6,11].

Omnpenenenne yyBcTBUTeIbHOCTH AChromobacter spp. B Hacrosiee BpeMsi He onpelesieHbI
CTaH/IapThl OMpPEICICHUsT YyBCTBUTEIbHOCTH TaMMoB Achromobacter spp. Tlpu nHeo6xoaumocTu
ompezenaeHuss  dyBctBUTEdbHOCTH  A.Xylosoxidans cienyer  pykoBoactBoBathesi  DK/D]]
(HeBHIOCTICIIM(UYCCKIMH) TOTPAaHUYHBIME  3HaueHusMu uisi MIIK B cooTBeTcTBUH €
pexomennanusmMu EUCAST nubo coriiacHO akTyalnbHOW BepCHH peKoMeHaanui [3].

B oruere o pesynbrare wuccienoBaHUs Marepuana oOT OonpHOro mamueHta ¢ MB
PEKOMEHIyeTCsl YKa3bIBaTh HATMYME MYKOUIHBIX U HEMYKOUIHBIX (heHOoTHIIOB P.aeruginosa [12].

[Ipu wuHTepnperanuu pe3yJbTaTOB ONPEACICHUS YYBCTBUTEIBHOCTH MHUKPOOPTraHU3MOB
CJIeIyeT yKa3bIBaTh CTAHJIAPT U TOJ U3JaHus, IO KOTOPOMY ITPOBOIUIIOCH HcclienoBanue [13,14].

[Ipu mHTEpHpeTanuu pe3ylbTaToB ONPEAENEHUsS YYBCTBUTEIBHOCTH CIIEYET HCIOIb30BAThH
norpannunbie 3HadeHuss EUCAST 10.0 mia oueHku pesynbTara MO OJHOW M3 TpeX KaTeropui
YYBCTBUTEIbHOCTHU:

YU — UYyBcTBUTENBbHBIM @IPU CTAaHJAPTHOM PpEXKHUME JO3UPOBAHMA: MHUKPOOPIaHU3M
OlIeHMBaeTCs Kak «YyBCTBUTENbHBIN MPU CTAHIAPTHOM PEKUME JI03UPOBAHUS B TOM Cllydae, eciiu
YPOBEHb aKTMBHOCTH MPOTUBOMHUKPOOHOTO Tperapara CBHAETEIbCTBYET O BBHICOKOW BEPOSTHOCTH
3¢ (HEeKTUBHOCTH TEpANUH MIPU CTAHIAPTHOM PEXUME TO3UPOBAHUS.

Y — UyBCTBUTENBHBIA MPU YBEIMYEHHOM 3SKCHO3WULHMH: MUKPOOPTAaHU3M OLIEHUBAETCS Kak
«UyBCTBUTEIBHBIA TIPU YBEIWYCHHOW OJKCHO3UIMU»*, €CIM YpOBEHb AaKTUBHOCTH IIpemapaTa
CBHJIETEIICTBYET O BBICOKOW BEPOATHOCTH A(PPEKTUBHOCTH TE€PANUU MPU YBEINUECHUU HKCIO3ULIUU
mpernapaTa MmyTeM KOPPEeKIMHM peKHMa J03UpPOBaHMS WM Onarojapsi ero KOHIEHTpaluu B odare
WH]EKINH.

P — Pe3ucTreHTHBIN: MUKPOOPraHU3M OLIEHUBAECTCA KakK «PE3MCTEHTHBIN» NIPU BBICOKOU
BEPOSITHOCTH TEPANEBTUUYECKON HEylauu Ja)kxe€ IMpU YBEIMYEHHOW SKCHO3WLMU Ipernaparta.

*DKCIO3UIIHS OTPAYKAET 3aBUCUMOCTD BIIMSTHUSI IPOTHBOMUKPOOHOTO TIperapara Ha BO30yIuTeNs B



ouare MH(QEKIMH OT IYTH BBEIEHUS, [03bl, MHTEpBANa JO3UPOBAHUS, MPOJOKUTEIHHOCTH
nH(Y3UH TIpernapara, a TAKKe ero pacrpeieIeHUs U IyTH BbIBEICHHS.

Kpome »st1oro, cnenyer ykasplBaThb B 3aKIIOYEHHUH, YTO MHTEpHpETalUsl 3HAYEHUI
MUHUMAJIbHONW  TOAABIAIOMIEH  KOHLEHTPAlMM  KaK  YyBCTBUTENBHBIH  /pE3UCTEHTHBIN
OCYILIECTBIISICTCS HA OCHOBAHUU KPUTEPUEB, PACCUMTAHHBIX I CHIBOPOTOYHBIX KOHIEHTpALU
Ipernapata IpU €ro BHYTPUBEHHOM BBeJeHMM. lIpu apyrux mnyrdx nOpuMeHEeHus Ipenapara
AHAJIOTHYHOE  3HAYCHHE  MHUHUMAIbHOW  IOJAABISAIOMIEH  KOHICHTPAlMM  MOXET  OBIThH
MHTEPIPETUPOBAHO HHAYE.

B cootBerctBum ¢ Ilpukazom MmunzapaBa Poccum 13 oxtsa6ps 2017 r Ne 804n ot «O06
YTBEPKIACHUM HOMEHKJIATyphl MEAULIMHCKUX YCIYI» €CTh HECKOJBKO YCIIYT: MUKPOOMOJIOTHYECKOE
(KyJIpTypanbHOE) HCCIEN0BAaHUE CIU3M C MHUHJIAJIMH U 3aJHEH CTEHKHU IJIOTKM Ha a’poOHbIE U
(bakynbTaTUBHO-aHA’POOHBIE ~ MHUKPOOPTraHU3MBI,  MHUKpoOuonoruyeckoe  (KyJIbTypajabHOE)
UCCIIEIOBAaHHE MOKPOTHI Ha a’poOHble U  (PaKyIbTaTUBHO-aHAIPOOHBIE MHKPOOPTaHU3MBI,
Muxkpobuonorndeckoe (KyJIbTypallbHOE) HCCICIOBAHHUE JIABAXHOM JKHUIKOCTH Ha a’poOHbBIE W
(baxyIbTaTHBHO-aHA’POOHBIE MUKpPOOPTaHU3MBbl, Onpenenenue YyBCTBUTEIBbHOCTU
MUKpPOOPTaHU3MOB K MPOTUBOMHKPOOHBIM XHMHOTEPANEBTUYECKUM IpernapaTtaM  JUCKO-
TU(GY3UOHHBIM ~ METOOM, OnpenenieHne  4yBCTBUTEIBHOCTHU MHUKPOOPraHu3MOB K
MPOTHBOMUKPOOHBIM XUMHOTEPANICBTUYECKIM IIperaparaM METOJOM TpagueHTHOW auddy3uu,
Onpenenenue YyBCTBUTEIBbHOCTU MHUKPOOPTraHU3MOB K MIPOTUBOMUKPOOHBIM
XMMHOTEPANIEBTUYECKUM TIpenapaTaM MeETOIOM pa3BeleHuil, OmnpeneseHne 4yBCTBUTEIBHOCTH
MHUKPOOPIaHU3MOB K  HPOTMBOMHUKPOOHBIM  XMMHOTEpAaleBTMYECKHMM  IpermaparaMm ¢
HCII0JIb30BaHUEM aBTOMATUYECKUX aHaJIN3aTOPOB, Omnpenenenue YyBCTBUTEIBLHOCTHU
MUKpPOOPTaHW3MOB K IPOTUBOMHUKPOOHBIM XHUMHOTEpANEBTUUYECKMM IIpernaparaM METOA0M

MOrpaHUYHBIX KOHHeHTpaHHﬁ.
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. Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers
JD, Hill AT, Karadag B, Midulla F, McCallum GB, Powell Z, Snijders D, Song WJ, Tonia T,

Wilson C, Zacharasiewicz A, Kantar A. European Respiratory Society guidelines for the



management of children and adolescents with bronchiectasis. Eur Respir J. 2021 Aug
26;58(2):2002990].

. YYP-C, VI -2)

° Pexomenayercst mpoBeaeHre 00IIero aHaau3a KpoBH (pa3BepHyToro) u/uimu C-peakTHBHOTO
Oenka BceM JeTAM C Mojo3peHreM Ha BbD u mpu o0oCcTpeHHMH XpOHHYECKOrO OpPOHXOJIETOYHOTO
nporiecca C LEbI0 JTOMOJHUTEILHON OIICHKH aKTUBHOCTH BOCHAJIMTENLHOTO rmporecca [Chang AB,
Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B,
Midulla F, McCallum GB, Powell Z, Snijders D, Song WJ, Tonia T, Wilson C, Zacharasiewicz A, Kantar A.

European Respiratory Society guidelines for the management of children and adolescents with
bronchiectasis. Eur Respir J. 2021 Aug 26;58(2):2002990]/

. [Patel IS, Viahos I, Wilkinson TM, et al. Bronchiectasis, exacerbation indices and
inflammation in chronic obstructive pulmonary disease. Am J Respir Crit Care Med 2004; 70: 400—
407. Ellis DA, Thornley PE, Wightman AJ, et al. Present outlook in bronchiectasis: clinical and
social study and review of factors influencing prognosis. Thorax 1981; 36: 659—664. Watt AP,
Brown V, Courtney J, et al. Neutrophil apoptosis, proinflammatory mediators and cell counts in
bronchiectasis. Thorax 2004; 59: 231-236. Naidich DP, McCauley DI, Khouri NF, et al.
Computed tomography of bronchiectasis. J Comput Assist Tomogr 1982; 6: 437-444.].

(YYP-C, V]I - 5)

L4 PeKOMeHI[yeTCSI pacCMOTPETh BOIIPOC O IMPOBCACHUU na60paTopHHX I/ICCJ'IG,I[OBaHI/Iﬁ Ha
aJUleprudeckuii  OpoHxoJerouHbli  acnepruuies (OmnpenencHue aHTHTEN K TpubaM  poja
acriepruuisl (Aspergillus spp.) B KpoBH ) IIpH MO03PEHUH Ha TaHHOE COCTOsTHUE[6,7].

(YVP - C, YIUI - 2)

Kommenrapmii: yposenv obweeo ummynozcnobynuna E (1QE), cneyuguueckue IgE u 19G «
Aspergillus fumigatus (Onpenenenue antuten Kk rpudam poxa acnepruwuibl (Aspergillus spp.) B
KPOBH), 803MONCHO NPOGeOeHUe KOHCHo20 mecmuposanust ¢ anmueernom Aspergillus fumigates.

° He pexomenayercs pyTHHHOE HCCIIEJOBaHWE Ha BBISIBIICHUE JEPHUIIUTA 01 —aHTUTPUIICHHA
(KOMHJ’IGKC I/ICCJ'IG)IOBaHI/Iﬁ I AUArHOCTUKM HEAOCTATOYHOCTH aJ'IL(l)al AHTUTPUIICHHA ) pu
orcyrctBur KT- npusnakoB 6a3ansHO# sMpu3emsl (KoMmbroTepHas ToMmorpadus oOpraHoB rpyaHon
nojioctH) [7].

(YVP—C, YIUI - 3)

. PexoMennyercss mpoBefieHHE HCCenoBaHUS ypoBHS uMmmyHornoOynmHoB A, M,G, E ¢
ICJIBIO JIH(l)(l)epeHHI/IaHBHOﬁ AVUArHOCTUKHU C TMCPBUYHBIMU I/IMMYHOJIe(i)I/IHI/ITHI)IMI/I COCTOAHUAMN
BceM mareHTam ¢ Oponxoskraszamu [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell
L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, Midulla F, McCallum GB, Powell Z,
Snijders D, Song WJ, Tonia T, Wilson C, Zacharasiewicz A, Kantar A. European Respiratory



Society guidelines for the management of children and adolescents with bronchiectasis. Eur Respir
J. 2021 Aug 26;58(2):2002990].

(YYP-C, V]I - 5)

° Bponxoaskrassl HacaeLyeMble :®

L4 MYKOBI/ICHI/II[OB MOJICKYJISAPHO —JIMarHOCTUYECKUI AJITOPUTM ONMCAaH B KIIMHUYECKUX PEKOMCHIAAUAX

Kucrosnsiii pudpos

. FeHeTUyeckne metoabl MccreaoBaHUA

o HccnenoBanne mytanuii B rene XIAP.X-cuemnénnsiii aumdonponndepaTuBHbINA CHHIPOM
(6one3ur Jlynkana, cunzmpom Ilyprunbo, X-Linked lymphoproliferative syndrome, XLP,
OMIM308240) - peako Bcrpeuaromiascs  ¢Gopma  HEPBUYHOTO  reMadarolUTapHOro
nuMdoructuorurosa (I'JIT).

o llepuunas nunuapHas AuckuHe3uss u Cunzppom Kaprarewepa. [ enemuueckoe uccnedoganue (¢
nomowvio naneneti, exmouarowux 2enot DNAHS, DNAH11, DNAIL, DNAI2, NME8 (TXNDC3),
DNAL1 , CCDC151, CCDC114, ARMC4, CCDC114, ARMC4, CCDC103, DYX1C1, SPAGI,
LRRC6, DNAAF2, DNAAF1 (LRRC50), C21orf59, DNAAF3, ZMYND10, DNAAF5 (HEATR2),
HYDIN [84], RSPH1, RSPH9, RSPH4A, RSPH3, DRC1 (CCDC164), GAS8 (DRC4),
CCDC65(DRC2), CCDC39, CCDC40, OFDI (peokuii penomun), CCNO, RPGR u MCIDAS (0sa
NOCNeOHUX — NUSMEHMHbLE DPEemUHUmMbl, 00bIYHO OUASHOCIUPYeMble V 63POCAbIX NAYUEHMOS),
Iloopobno 6 KP Ilepsuunas yunuapras OUcKuHe3us

o Cungpom IlIBaxmana—/laiimonna— SBDS (Shwachman-Bodian-Diamond syndrome-gene) na 7-ii
xpomocome 7ql1 W HECKONBbKO MPUBOIAIIMX K PAa3BUTHIO JaHHOTO CHHAPOMAa MyTAalMi, U3 HUX HauOojee
gacto Bcrpedaronuecs 183-184 TA>CT u 258+2T>C, 292-295delAAAG, nokann3oBaHHBIE BO 2-M 3K30HE
2-ro uHTpoHa. Y 20 % OONBHBIX MyTauuu He uAeHTH(GUUUpyroTcsa. benok, Koaupyemblil 3THUM TI'eHOM,
y4acTByeT BO MHOTMX BHYTPUKJIETOUHBIX IIpoleccax, HMEIOTCS JaHHblE O €ro BaXKHOW pOJIU B
(YHKIMOHUPOBAHUU pUOOCOM , CKPEIUIEHMH MUKPOTYOYJI ¥ IOJIMMEpU3alliK OeIKa aKTHHA.

. X-cueruieHHas arammarioOynuHemust (bpytonoBckas arammarnoOyimmnemus, OMIM 300300)-
red BTK pacnonoxen B X-xpomocome. BTK, — nmMmyHomeduuut, 00yCIOBICHHBIH HEIO0CTATOYHOCTHIO

¢depmenta BTK - BpyroHoBckoii nim B-kieTouHol THPO3WHKWHA3HI, TeH KOTOPOM JIOKAIN30BaH B Xq21-022.

B na6oparopuu JIHK-guarnoctuxku ®I'BHY MI'HI] 6b11a pa3spaborana MyiabTHUI€HHAs KACTOMHAs
naHenb, NpeAHa3HadeHHas i 3((eKTUBHOW auarHOCTUKW/AuddepeHnnanbHol TuarHoCTUKU
IIJ] u npyrux COCTOSHUN, UMEIOIIMX NepekpecTHble cumnTomel ¢ [ILJ[. B nanens BOLLIM I'eHBI
[TI/], HanGonee gacto BcTpevaromuecs cpeau 60onpHBIX [T1LJ], HA m0MI0 KOTOPHIX TTpUXoauTCcs 3%
u Gonee ciygaeB (CCDC39 (4-9%), CCDC40 (3-4%), CCDC103 (<4%), DNAH5 (15-29%),
DNAH11 (6-9%), DNAI1 (2-10%), SPAGl (<4%), ZMYND10 (<2-4%)), a TaKkXe TE€HBI

cnenyomux 3aboneBanuii: mykoBuciuao3 (CFTR), OpoHX03KTa3usl ¢ MOBBIMIEHHBIM COJEPKAaHUEM



xnopuaoB nota wm 6e3 Hero (SCNN1A, SCNN1B, SCNN1G), M3ommupoBaHHBIN THIIEPXIOPTHIPO3
(CA12), Cungpom IllBaxmana-/laiimonga (CHIJI) (SBDS, DNAJC21, EFL1, SRP54).
HccnenoBanre BKIIOYACT aHAIH3 KOIUPYIOUIMX TOCIIEI0BATEIILHON U 001acTel 9K30H-HHTPOHHBIX
COCIMHECHMH yKa3aHHBIX TeHoB; i reHa CFTR ngoGaBieHbl riay0OKO HHTPOHHBIE YYacTKU C
OIMCAaHHBIMH NTATOT'C€HHBIMU BapUaHTaAMHU.

e PekoMeHI0BaHO TIpOBeleHHE TecTOB Ha Haimumuue BUY- wHpeKnum npu TOA03peHHH Ha
BO3MOYKHYIO 3THOJIOTHYECKYIO poJjb C 1eibio auarnoctuku [Chang AB, Fortescue R, Grimwood K,
Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, Midulla F, McCallum
GB, Powell Z, Snijders D, Song WJ, Tonia T, Wilson C, Zacharasiewicz A, Kantar A. European
Respiratory Society guidelines for the management of children and adolescents with bronchiectasis.
Eur Respir J. 2021 Aug 26;58(2):2002990].

YYP-C, Y1 -5)

2.4 UncTpyMeHTAJIbHbIE TUATHOCTUYECKHE UCC/IeI0BAHUSA

o _Pexomennyercst mpoBenenue pentreHorpaduu opraHoB rpyaHoi kiaetku ([IpuiienbHas
peHTreHorpadus OpraHoB rpyIHON KJIETKH) IPU JHarHOCTUKE U B nuHamuke [1,2,3,4,5,7].
YYP-C, Y1 -3)

Kommenrapmii: Penmeenocpaghua opeanos epyoHOU KIemKu MOMCem 6bla6Uums YCuieHue u
Odepopmayuio 1€204YHO20 PUCYHKA HAO 30HOU NOPAMCEHUsl, BblA8UMb KOCBEHHble NPUSHAKU
00CMPYKMUBHO20 CUHOPOMA, OOHAKO OAHHBILL Memod He0OCmAmo4yHo UHpOpmamueen npu
OpPOHX0IKMA3ax.

B ounamuxke uccneoosanue nposooumcs npu Heobxooumocmu

Ecnu nposedena KT opeanog epyonou norocmu He npo8oOUmcs.

o PexoMenyercst mpoBesieHHE KOMITBIOTEPHOW TOMOrpauu OpraHoOB IPYAHON MOJOCTU IS
JMAarHOCTUKM OPOHXO3KTa30B M JUIs JUHAMUYECKOIO KOHTPOJIS NMPH HEOOXOJUMOCTH OLIEHKU
[4,5,7].

YYP-C, VI -2)

Kommenrapuii: B nacmosiwee epems Komnviomephas momozpagus OpraHOB TPYAHOH IOJOCTH
ABNAEMCA  OCHOBHbIM Memooom ouaznocmuku b3, smom memoo cnocoben evisigums 6ce
CMPYKMYpPHblEe  UBMEHEHUsl JIE204HOU  NAPEeHXUMbI, NepecmpolKy  COCYOUCNO-OPOHXUANbHOU

apxumexKmoHUKU, OoyeHumsb COCmosHue JNE204YHOU MKAHU 6OKpY2 USMEHEHHbIX 6p0Hx06.

Jlesoe nézxoe npu BI nopasxcaemcs 6 1,5-2 pasa uawe npaozo, noumu y mpemu NAYUueHmos

namoao2udeckuii npoyecc aeiaemcs 08ycmopouHum. OObIYHO nopadxcaromcsi 00Ha uiu 08e 00U


https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SCNN1A
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SCNN1B
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SCNN1G
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=CA12
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SBDS
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=DNAJC21
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=EFL1
https://portal.biobase-international.com/hgmd/pro/gene.php?gene=SRP54

néekoeo. Haubonee uacmas JOoKaausayus UsMeHeHull - 0a3anbHble Ce2MeHmMbl HUNCHUX aOﬂeﬁ,

0cobeHHo cileea, CpeaH}Z}Z 0015 U SA3bIYKOBbIE CE2MEHINbl.

b3 npu ABJIA obviuno pacnonazaromes 6 obaacmu KopHetl 1eeKux, a, Hanpumep, npu myoepkynese

— 6 BEPXYULEUHbIX C€EcMERMAX.

Ilpunamo evidenamev npsamvie u KoceeHuvle npusnaku bD. K npamvim omuocam pacuiupenue
npoceema O6POHX08, OMCYMCMBUE HOPMATbHO20 YMEHbULeHUs OuamMempa OpoHxo8 no HanpaegieHuo
K nepugepuu, 8UOUMOCMb NPOCEENO8 OPOHX08 8 KOPMUKAIbHBIX 0OMOeNax 1E2Kux (6 Hopme meaKue
Oponxu He 6UOHbL HA paccmosaHuu menee 1-2 cm om naespwl). bpoux cuumaemcs pacuiupeHHbIM,
eciu e20 HYmMpeHHULl NPOCeem 3HAYUMENbHO npesbluiaem ouamemp COnymcmeayioujel emy napHou

8emeu 1é204HOU apmepuu (CUMNIMOM «NEePCMHAY UTU KKOJIbYA C KAMHEM)).

Kocsennvie NPpU3HAaKu eKuiovaronm. YmoJawerue uiu HepoeHOCmMb CMEHOK 5p0HX06, Hajudue
MyKoyeie, Hepad6HOMEPHYIO 603dymHocmb NE20YHOU MKAHU 8 30He PACnoOJI0dCEeHUA UBMEHEHHbIX

OPOHX08.

Ha axcuanvuvix cpezax BD 00vluno noxanuzyiomces 6 yeHmpe JE204HbIX NOJAeU, UCKTIOYeHUs
cocmasnaom amenrekmamuyeckue b3, npu komopwix 6€36030yuiHasA 0011 CMeWeHa U NPUNEHCUM K
cpeodocmenuio.  H3zo0pascenue Opouxa 6 npoOOIbHOM CeyeHuu npeocmasisnem cobou o0ee
napanienvHvle TUHUU, MeHCOy KOMOPbIMU PACNONA2AemC sl NOAOCKA 8030YXd, 8 NONEPEUHOM CeYeHUU

Makotl OPoHX umeem Koibye8UOHYIO PopM)y.

Mewomuamule OponxodKmasvl umeom 6ud MOHKOCMEHHbIX noaocmeu. H3zmenénnvie OpoHxu
Mo2ym 6bimb 3aN0JIHEHbl 8030YXOM UU COOEPAHCAMb HCUOKOCMHOU cyOcmpam, 8 Smux ciyudsix Ha
AKCUANbHBIX ~— Cpe3ax — pacuiupeHuvie  OpoHXU  uzobpadicalomcs  Kak — mpyouamsie — Uil
gepemenooopasnvie CMPYKMypvl ¢ UYEMKUMU GbINYKILIMU KOHMYPAMU MACKOMKAHOU  UlU

HCUOKOCMHOU niomrocmu, pacnojiazcaroujuecs 6 npoeKkyuu cCoomeemcmeyroujux 6p0HX06.

C nomowwro KT opraHoB IpyIHON MOJOCTU MONCHO YCMAHOBUMb UNU NPEONOTIOHCUMNL IMUOTOSUIO

bponxoskmaszos. Hanpumep, ouaznocmuposams 8poditcoeHbie NOPOKU pa3eUumus OPOHX08.

. VY nmereil / MOAPOCTKOB C TMOMO3PEHHWEM Ha OpPOHXOIKTA3bl IMpEIIaraeTcs HCIOIb30BaTh
CKaHHPOBAHHWE MYJIbTHIECTEKTOPHON KOMIBIOTEpHONH Tomorpaduu rpyaHoi kiaetku (MDCT) c
KoMIbloTepHOU ToMorpadueii Boicokoro pazpemeHuss (HRCT) Bmecto o6srynoro HRCT s
JMAarHOCTUKK OpPOHXO3KTa30B y JAeTed / MOAPOCTKOB (YCJIOBHAas PEKOMEHJAIMs, OY€Hb HU3KOE
Ka4eCTBO JIOKA3aTeIIbCTB).

. VY nereii / MOAPOCTKOB C TOI03pEHHNEM Ha OPOHXOAKTATUUYECKYIO 00JI€3Hb MBI MpeiaraeM
UCIOJIb30BaTh OpoHXo-apTepuanbHas nuiarauus (BAR), mnomyueHHbli Ha mneauaTpuyecKoi
NomyJsiiuK  (OmpenensieMblii  OTHOLIEHHWEM BHYTPEHHEro JuaMeTpa JbIXaTeNbHbIX MyTed K
BHEUIHEMY JuaMeTpy mnpuieratomeii aprepun)> 0,8, 4ToObI ONpPENENUTh AHOMAJIHIO BMECTO



MTOPOTOBOTO 3HAYCHUS JUIS B3POCIHBIX. U3> 1—1,5 (YyCaoBHAsI peKOMEH/IaIMs, OYeHb HU3KOE Ka4eCTBO
JI0Ka3aTeNIbCTB, BHITEKAIOIIEE M3 ONMHUcaTeIbHOrO 0030pa moka3atenscts). (Chang AB, Fortescue R,

Grimwood K, et al. Task Force report: European Respiratory Society guidelines for the
management of children and adolescents with bronchiectasis. Eur Respir J 2021; in
press (https://doi.org/10.1183/13993003.02990-2020).

«KT-nuarsocruka OpOHX03KTa30B»

Crnepanckas A.A., a.M.H.,, mpodeccop, mpodeccop Kad. pPEHTTCHOJIOTHH H PaJAUANUOHHON
meautuabl [ICII6IMY um. akan. W.I1. [TaBnosa, e-mail: a.spera@mail.ru, ten. mo6.: +7 (921) 744-
58-50

denepaibHOE  TOCYJApPCTBEHHOE  OFO/DKETHOE  00pa3oBaTeIbHOE  YUPEKICHHUE  BBICIIETO
obpazoBanust «llepBerii Cankt-IlerepOyprckuii rocyJapCTBEHHBIN MEIUIIMHCKHNA YHHBEPCHTET
umenu akanemuka W.II. IlaBnoBa» MunucrepctBa 3apaBooxpaHeHusi Poccuiickoit denepanuu
(®I'bOY BO IICII6IMY um W.II. IlaBmoBa MunzapaBa Poccum), 197022, Poccuiickas
®enepanws, r. Cankr-IlerepOypr, yn. JIsBa Toncroro, a. 6-8.

bponxoskTtazum — HeoOpaTumble Mop(donoruueckue HU3MEHEHUs (pacuiupeHue,
nedopmarusi) U (QyHKIMOHAIBHAS HEIMOJHOIICHHOCTh OpOHXOB, MPHUBOIANINE K XPOHUYECKOMY
3a0oneBanuto nerkux. bpouxoskras (bJ) — croiikoe pacmupeHue nmpocsera OpoHxa, MOXKET OBbITh
BBI3BAHO PA3JIMUYHBIMU MEXaHU3MAaMH, U B 3aBUCUMOCTH OT 3TOT0, UMETh PA3HYIO JIYYEBYIO KapTHUHY
U pa3HbIi IPOrHo3. Buabsl OpoHX0IKTa30B:

[Hunuuapuueckue — paBHOMEPHOE paCHIMpPEHHE MPOCBeTa OpoHXxa

MemoTdaTeie — MEIIOTYATOE PacIIMpeHHe MPocBeTa OpoHXxa

Bapuko3Hble — HepaBHOMEPHOE pacIlIupeHne MPocBeTa OpoHxa

TpakupoHHbIE — pacHIMpEHHE TNpPOocBeTa OpoHXa, CBA3AHHOE C W3MEHEHUSIMH B
OKpY>Karollen JIETOYHOW TKaH!

JnutenbHoe wu3yueHue bD ¢ MOMOIIBIO pa3HBIX METOJIOB JIYYEBOI'O MCCIIEIOBAHUSA
MPUBENIO K 0e3yclIOBHOM TakThke ucronb3oBanus KT B kauecTBe sKcrepTHON HauOonee maasiei
Meroauku. Tak, mo pexomermanusm British Thoracic Society (BTS), 2020 [1] TakTuka mydeBoro
oOcneoBaHUsl TAIMEHTOB C KIWHWYECKUM TIOJIO3PEHHEM Ha HaIudue OpOHXOIKTATHUYECKOU
00J1e3HU JI0KHA OBITH CIEAYIOIIEH:

1. ¥V mnanuentoB ¢ momo3peHueM Ha bBD momkHa OBITH BBIMONIHEHA W3HadanbHas PI°
rpyaHoit kietku [D].

2. KT cunenyer mnpoBOIWUTH Uisi TOATBEpX IAeHUS bBD y manMeHTOB ¢ KIMHUYECKUM
nogo3penuem [D].

3. N3HavanbHEBIC BU3YAJIMBUPYIOMIUC UCCIICAOBAHUS NOJIKHBI IIPOBOJAUTHCA B CTaOUIBLHOMI



¢daze 3abosieBaHMs, TIOTOMY UYTO HM300paKEHMsI, TOJYyYEHHBIE B ATO BpPEMs, SIBISIOTCS
ONTUMAJIbHBIMU KaK JJIsl JMAarHOCTUYECKUX ILeJIed, TaK U JUIsl MOCIEYIOLEH CpaBHUTEIbHON
orenku [C].

[Tocne kaxkaoil peKOMEHIAMU B KBaJIpaTHbIX CKOOKaxX yKa3zaHa €€ CHJIa COIVIACHO
kinaccudukanuu SIGN — ot A (camas cunbsHas) 10 D (camas ciabas).

Takum obOpazoMm, mo pexomennpamusMm British Thoracic Society (BTS), 2020 [1], KT
ABIISICTCA BEAYIIMM METOAOM B OLEHKE Haauuus B, BBIABISS pacimipeHue MpocBeTa OpOHXOB,
XapakTepu3zyeMoe HaInyueM 0oliee 0JTHOTO U3 CIEAYIOIIUX MPU3HAKOB:

1) 6ponxo-cocymucroe cootHomenue >1-1,5 y B3pocnbix, >0,8 y nereit (BHyTpEeHHHIA
IIPOCBET JIbIXaTEeNIbHBIX NYyTE€H MO CPAaBHEHUIO C COOTBETCTBYIOIIMM UM IIPOCBETOM JIETOYHOMN
apTepuu)

2) HET MOCTENEHHOT'0 YMEHbIIEHUS IuaMeTpa OPOHXOB MO HAMPABJICHUIO K Mepudepuu

3) 6poHXU BUIHBI HA PACCTOSHUU <] CM OT IJIEBPHI.

Tax>xe Ha B KOCBEHHO yKa3bIBAIOT:

1) yrosnieHue cTeHOK OpOHXOB

2) 3ajiepKKa CIIM3M B OpoHXax

3) «mo3anuHas nepdy3us»/«BO3ayIIHAS JOBYIIKa», BuauMble Ha KT-uccnemoBanuu Bo
BpEMs BbIJIOXA.

B rmaBe OyayTr paccMOTpeHbI MEXaHU3Mbl BOSHUKHOBEHMsSI BJ, MX THUNBI M UX JTyyeBbIe
NaTTEePHBI.

Mexanu3msl popmupoBanusi B3I, cBsi3aHHbIe ¢ HApYLIEHHEM BbIBEICHHS MOKPOTHI
u3 OpoHxa:

[TpyunHa: U3MEHEHHE PEOJIOTUU MOKPOTHI (MYKOBUCLUAO3, NeDULUT ol-aHTUTPUIICUHA),
HapyleHue paboThl PECHUTYATOro ammaparta (TMepBUYHAs IMJIMapHas AMCKUHE3Us), AedeKT
XpsiieBoil creHku (cuHapoM Buibsamca-Kamn6enna).

Knunnueckass kapTMHa — C J€TCTBA, JUIMTEIbHO, BOJIHOOOpa3HbIE BOCHAJIUTENbHBIE
nposiieHus: cyodeOpuiabHas TeMiepaTrypa, Kameiab ¢ MOKPOTOH, OTCTaBaHUE B Pa3BUTHH.
KomnbrorepHo-tomorpaguyeckasi CeMHOTHKA H3MeHeHHs OPOHXOB:

® TMPOSIBJIIEHUS JKCYJATUBHOTO (MHGEKIHOHHOr0) OpOHXMOJIUTAa — YTOJIIEHHE CTEHOK
OpOHXOB (CHMIOTOM «pEJIbCOBY»), 3alOJIHEHUE MPOCBETa MEIKHUX OpOHXOB M OpOHXMOI
MOKpOTO# ¢ obpa3oBanuemM KT-kapTHHBI «1epeBa B MOYKAX», HAINYHE HU3KOMJIOTHOCTHBIX
HEHTPUIIOOYIAPHBIX o4yaroB, Y, V — 0Opa3HBIX CTPYKTYp B CYOIUIEBpaJbHBIX OTEIaX
(3amosHEHUE BHYTPHI0JIBKOBONH OPOHXHOJIBI MOKPOTOH)

e 1posiBieHUd JedopMupyromero OpoHxuta U jAedopmupyromero OpOHXHOIUTa —

HEPAaBHOMEPHOE YTOJIIIEHWE CTEHOK OpPOHXOB (CHMIITOM «pPEIbCOBY»), HEPAaBHOMEPHOE



pacmpeHre WX TPOCBeTa NPU CPaBHEHUH C TMPHISKANICH  apTepueid (CHMITOM
«TI€YATKN»), TUBEPTUKYIIbI CTEHOK KPYIHBIX OPOHXOB U Tpaxeu

e OpOHXODIKTa3bl, OPOHXHMOJOIKTA3bl (IMMWIMHAPUYECKHUE, MEIIOTYAThle) — 3HAYUTEIHHOE
paciiMpeHre MpocBeTa OpPOHXOB, 3aMOTHEHHE HX MOKPOTOW (CIM3HUCThIE MTPOOKH —
HU3KOIUIOTHOCTHBIC M BBICOKOIUIOTHOCTHBIE 32 CYET BBICOKOOEIKOBOTO COAEPIKUMOTO,
WHOT/IA - C HAJTMYMEM YPOBHS JKUIKOCTH ), OPOHXHOJIOIKTA3BI «CYXHE» H 3aI0JIHCHHBIE

e [lopaxxeHne OpPOHXOB B BEPXHHX OTIENAX SIBISCTCS MAaTOTHOMOHUYHBIM TPU3HAKOM (pHC.
1).

Puc. 1. KommnberorepHo-ToMorpadguueckasi CeMHUOTHKA U3MEHEHUSI OPOHXOB P MYKOBHUCITHI03€

(a, 0,B, T, 1, €, XK, 3).




1.0 e
0 mm/0.03

Mexanu3msl popmupoBanusi I, cBsi3aHHbIe ¢ NOBBILICHHEM JaBJICHUA B OpoHXe:
Jlokanbusble. [IpyunHa: popMHupoBaHUE KIAMaHHOTO MeXaHH3Ma (AHOMAJIUH Pa3BUTHA
OpOHX0/1er0O4YHOIl CHCTeMbl, CBA3aHHbIE C aTpe3Heil OpPOHXa, YacTO COYETAKTCH € APYIrMMH

NPOABJJICHUSAMHA: AHOMAJIMH Pa3BUTHUA COCYAOB — THIIOIIA3UsA BeTBel JIero4Hou aprepuu,

BHYTPHJIETOYHAsl CEKBECTPALMS; AHOMAJIMHM JIETOYHOM TKAHM — KHCTAJIEeHOMATOMIHASA
MaJibGopManusi).
Knuandeckass kapTmHa — MOXET TIPOTEKaTh 0€3 KIMHUYECKONM CHMIITOMATHKH,

MaHU(ECTUPYET B MOMEHT MIPUCOETMHEHNSI HHPEKITMOHHOTO TIpoIIecca.
KoMmnbrorepHo-tomorpaguyeckasi CeMHOTHKA U3MEeHEHHs OPOHXOB:
e AHOMaJIbHas MEPECTPOMKA JErOYHOM TKAHU — BO3AYXO- M )KUIKOCTh- COJIEPHKAIIUE KUCTHI,

(I)I/I6pO3HLIe N3MCHCHUS, aICHOMATOUIHBIC YIYACTKHN (KOHCOJ’II/II[aI_II/I}I)



ATpesust OpoHXOB

[IposiBneHus: OpOHXHATBLHOM OOCTPYKITNH (HEPABHOMEPHOCTh BEHTHIISAIIMU JIETOYHON TKaHHU,
«BO3JIYIIHbIE JIOBYHIKH» MpPH HCCIEJOBAHUM «HA BBIAOXE») — BIUIOTh [0 MPOSBICHUI
KOHCTPUKTHUBHOT'O OPOHXMOJIHUTA

AHoManuu cocyZoB (apTepruo-BeHO3HbIE (DUCTYIBI, aHOMAJIbHBIN JpEHaXX JIETOYHBIX BEH,
abeppaHTHBIE apTepuaibHbIE COCY/Ibl, TUIIOIIA31s BETBEH JIETOUHON apTepun)

Yacroe npucoearHenne HHOEKIIHOHHBIX MPOLECCOB (pHC. 2).

Puc. 2. Kucragenomaronnnas manspopmanus (a, 6). Buyrpunerounas cexBecrpanus (B, T).

CnoHBIM MOPOK pa3BUTHUS IPABOIO JIETKOIO C aTpe3uell OpoHXa M aHOMAaJIbHBIM JAPEHAXKOM

JIETOYHBIX BEH (I, €, XK, 3).
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Mexanusmsl popmupoBanusi I, cBizanHbIe ¢ NOBbINIEHHEM JaBJ1eHUsA B OpoHXe:
JAuddy3nbie: NOCTBUPYCHBbIC, peaKNUs TPAaHCILUIAHTAT-XO35IMH IIPH Iepecajke
KOCTHOI'O MO3I'a M OPTraHOB.
Kinunyeckas kapThHa — SKCIMpaTOpHAas OJbIIIKA (BIUIOTH 10 OJBILIIKU B TIOKOE).
KomnbrorepHo-tomorpadguueckasi ceMMOTHKA U3MEeHeHUs1 OPOHXOB:
e OtcyTcTBHE N3MEHEHUH, MO0 MUHUMAIIbHBIE TIPOSIBIICHHSI IIPH PEHTTeHOTpaduu.
e [lpu KT — BBIpaKCHHBIE MPOSBICHUS OPOHXHMATIHHONH OOCTPYKIMHU IPH MPOBEACHUU
UCCIIEIOBaHMS «Ha BJIOXE», YCWIMBAIOIIMECS IMpPU IPOBEIECHUU HCCIEJOBAHUS «HA
BBIIOXEM.
e ®opMupoBaHHE HEOOPAaTUMBIX W3MEHEHUI - YMEHBIICHHUE JuameTpa OpoHXa M cocyna
BO B3IYTOM YYacTKE JIETKOTO, CTOMKOCTb M3MEHEHMH, orcyrcTBue usMeHeHus KT-
KapTHUHBI [TOCTIE NCIIOIB30BAHUS OPOHXOAMIATATOPOB.
e  @dopmupoBaHUE OPOHXO- U OPOHXHOJIOIKTA30B
e KT-nmpu3Haku JIETOYHOW THUIEPTEH3UH (paCHIMPEHHE MPaBBIX MOJIOCTEH cep/ra, CTBOJIA U
KPYIIHBIX BETBEH JIETOYHO# apTepuu, ckadok kanubpa) [2] (puc. 2).

Puc. 2. bonbras I'., 1973 r.p. (46 1.) O6nutepupyromnuii OpoHXHOIUT (MIOCTBUPYCHBIN) (a, O, B).



Auddy3nbie: OponxnanbHas actma (BA).
KiauHnyeckasi kKapTMHAa — SKCIUPATOpPHAs OJbIIIKA (BIUIOTh 10 OJBIIIKK B IOKOE) BO BpeMs
IIpHUCTYIIA.
KomnbrorepHo-tomorpaguueckasi ceMHOTHKA U3MeHeHHs1 OPOHXOB:
e BeipaxeHHbIE MPOSBICHUS OPOHXUAIBHON OOCTPYKIMM MPH MPOBEICHUN UCCIIEA0BAHUS
«Ha BJI0X€», YCUIMBAIOLIUECS TP IPOBEACHNUY HCCIIEJOBAHUS «HA BBIJOXEN.
e  @dopMHpOBaHUE HUIMHIPUIECKUX, MEIIOTYATBHIX OPOHXO0- U OPOHXHOJI0IKTA30B (pHC. 3)

Puc. 3. bonbnas O., 451. BA (a, 6, B).
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Juddy3Hbie: mocaeacTBUS MepeHeceHHo OponxoJierounoii aucnaasun (BJI).
Kinnnyeckas xapTuHa — SKCIHMpaTopHas OJbIIKAa (BIUIOTH /A0 OJBIIIKH B IOKOE),
NepuoIn4eckre 000CTpeHusl.

KomnbrorepHo-tomorpadguyeckasi CeMHOTHKA H3MeHeHHs OPOHXOB:



e BripaxeHHBIE IPOSBICHUS OPOHXUATBFHON OOCTPYKIIMH MPH MPOBEICHUU UCCIICAOBAHUS
«HA BJIOXE», YCUITMBAIOIIUECS MTPH MTPOBEJACHUH HCCIICIOBAHUS «HA BBIIOXE».

o dopmHpOBaHUE NUIHMHIPUICCKUX OPOHXO- U OPOHXHOJIOIKTA30B

e [lepedopmarupoBanue OOBEMOB JIETKHMX (yMEHBIIEHHE OO0bEMa HIDKHUX JOJeH co
cOnmmKeHreM OpPOHXOCOCYIUCTOTO MyYKa)

e Bo3sanyxoconepskaiiye KUCThI (ITHEBMATOLEIIE)

e Dwmdusema (B TOM YHCIIC HHTEPCUIHATIbHAS IMPHU3EMa)

e ®DuOpO3HBIC THKU B BEPXHUX oTAenax (6anmel) (puc. 4)

Puc. 4. bonbnas JI., 1371., nocnencteust BJI/] (a, 6).

Auddy3nbie: annepruyeckuii 6PoxoJieroYHbIi acneprusies.
KinnHnyeckass xapTuHa — SKcIMpaTopHas OJbIIKa (BIUIOTH [0 OJBIIIKA B IOKOE),
HEepUOANYECKUE 000CTPEHHUSL.
KomnbrorepHo-romorpaguyeckasi CeMHOTHKA H3MEHeHHs OPOHXOB:
e BeipaxeHHbIE MPOSBICHUS OPOHXUAIBHON OOCTPYKIMM MPH MPOBEICHUN UCCIIEAOBAHUS
«Ha BJIOXE», YCUIIMBAIOLMECS TIPU IPOBEJECHUH HCCIIEI0BAHUS «HA BBIIOXE).

e  @DopMHpOBaHUE LHUIMHIPUYECKUX, MEIIOTYATHIX OPOHXO0- U OPOHXMOJIO3KTA30B (pucC. 5)

Puc. 5. bonbnas C., 60 1. ABJIA (a, 0, B).
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JAuddy3nbie: XxpoHudeckasi 00CTpyKTHBHAA 00s1e3Hb Jerknx XOBJI.

Kinnnnueckas KapTuHa — OSKCIHUpPATOpHAas OAbIIIKa (BHJ'IOTL J0 OJBIIIKH B HOKOC). Yy



nanueHToB ¢ XOBJI ¢ comyrcTByromer OpoHXOIKTa3ueld OOHApY)KMBAETCS OTKAIIMBaHUE
OOJIBIIIOrO KOJMYECTBA CEKpeTa, Oojiee dYacThle W OoJiee TspKeNble OOOCTPEHHUs, YXYIIICHUE
(byHKIMU JeTKuX, 0ojee BBHICOKUN ypOBEHb BOCHAIHMTEIBHBIX MapKEepOB B IIa3Me KPOBU M Ooiiee
YacTast KOJOHHU3AIMS MOTCHI[HAIBHO MATOrEHHBIX MUKPOOPTraHu3MoB U Pseudomonas aeruginosa
KomnbrorepHo-romorpapuyeckasi CeMUOTHKA U3MeHEeHHsI OPOHXOB:

e IlposBienust nedopmupylomero OpoHXUTa - cabieBugHas jaeGopManus Tpaxew,
HEpPaBHOMEPHOE YTOJIIEHHWE CTEHOK, HEPaBHOMEPHOE paCIIMpEeHHUEe MpPOCBETa C
HAINYHEM «BS3KOI» MOKPOTHI, IUBEPTUKYIIbI KPYITHBIX OPOHXOB.

e [lwmnapudeckne OPOHXO- U OPOHXHOIOIKTA3HI

e CHWKEHHE TIOTHOCTHBIX ITOKa3aTenei Jsierounod Tkanw: Hke -930 HU (B3myrtume),
Hwke -950HU(amdpuzema), ncronp3oBaHue MPOrpaMM HCKYCCTBEHHOTO MHTEIUIEKTA JJIS
TOYHOTO TOJICUeTa 00BEMa MOPAKEHUS

e Ilpu coueranum osmdpuzempl ¢ AUGDY3HBIMA MAPEHXUMATO3HBIMH TTOPAKCHUSIMHU
JIETOYHOM TKaHU HEOOXOIUMO OIEHUBATh 00BEM Ka)JI0Tr0 TUIA TOPAKEHUS C TIOMOIIBIO
nporpamMMm U 1o oTnenapHOCTH U CyMMUPOBATh (puc. 6)

Puc. 6. bonbnoii 111., 54 r. XOBJI, crax xypenus 37 n/x1 (a, 0, B).

Mexanusmsbl ¢opmupoBanuss BD, cBsi3aHHbIe ¢ H3MeHEHHMEM CTEHKH OpoHXxa:
HeTyOepKyJIe3HbIIi MUKOOAKTEPHO3

[TprynHa: ecTpyKTUBHOE BOCHAIEHHE CTEHKH OpOoHXa.

Knnnnueckasa KapTHhHa — JUINTEIIBHO, BOCIIAJIUTCJIIBHBIC IMPOABJICHUA CTCPThIC:
cyodeOpunpHas Temmneparypa, c1adocTh, Kamenab 0€3 WM ¢ HAIMYUEM HEOOJBIIOTO KOJIMYeCTBA
MOKPOTBI.

KomnbotepHo-ToMmorpagpuyeckasi ceMHOTHKA U3MEHEHHUs OPOHXOB:
® VIUIOTHEHHE CTEHOK OpoHXoB, KT-kapTuHa «aepeBa B MOYKax», HE MEHSIOIIASCS MPH
JTUHAMHYECKOM HaOIIOICHUH — TPOSBICHHS MMPOTyKTUBHOTO OPOHXHUOIUT
e OpOHXOTCHHBIE OYard W Y4acTKU MHQMIBTpPAIMH JIETOYHON TKaHHW ¢ (HOpPMUPOBAHHEM

OJIOCTEN



® TPOSIBJICHUS OPOHXUATBHON OOCTPYKIIMH

e OOBI3BECTBIICHHbIE OYard, OOBI3BECTBICHUS B WHWIbTpaTaX, CTEHKAaX OpOHXax,
nuMpaTHIecKuX y3ax

e OpOHXOIKTa3bl Yallle B CPETHEH /0TI U A3BIYKOBBIX cermenTax [3] (puc. 7).

Puc. 7. bonpnas /1., 57r. Hery6epkyne3usiit Mukobaktepuo3: KT ot 05.12.2014r. (a, 6, B),

KT ot 15.05.2017r. (1, 1, €).
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Mexanu3mbl (popmupoBanusi BJ, cBsA3aHHBIe ¢ H3MEHEHHEM CTEHKH OpoHXxa:
auddysnbie 0Oonesnn coeaunurTeabHoil Tkanum ([ABCT): peBmarouansiii aptpurt (PA),
cucremHas ckiaepoaepmus (CCJH).

[Ipuumnna: acenTuyeckoe BocnajleHHe CTEHKH OpOoHXa.

KnuHnueckas kapTHHA — SKCIIUPATOPHAst O/IBIIIKA, TOPAXKEHNUE CYCTaBOB, KOXKHU.
KomnboTepHo-ToMmorpadguyeckasi ceMHOTHKA H3MEHEHHs OPOHXOB:

e [IposBnenus npedopMupyromero OpOHXUTa - HEPAaBHOMEPHOE YTONIIEHHE CTEHOK,

JTUBEPTUKYIIBI KPYITHBIX OPOHXOB

e Bapuko3uble OpoHXO03KTa3pl (nedopmanus CTEHKH OpoHXa, OKPYXKEHHOTO He
W3MEHEHHOH JISTOYHOW TKAHbBIO)

e IlposBienust mporpeccupyromiero Jjerounoro  ¢uopoza (HcUII, OHUII) ¢
(hopMHUpPOBaHHEM TPAKIIMOHHBIX OpPOHXO- M OPOHXHMOJOAIKTA30B B 30HAX (UOPO3HOM
nedopmaruy 1erouHon TKaHHU

e Bo3znyxocoaepskamiye KICT B JETKHX

e IIposBrenust OpoHXHATBHON 00CTpYyKIHU (pHC. §).



bonwsnas U., 54 1. PA (a, 6).

MexaHU3MBbI (l)OpMI/lpOBaHI/Iﬂ E3, CBfI3AHHBIC C M3MCHCHHEM CTCHKH 6p0ﬂxa npu

BO3/1eliCTBMHU H3BHe (IIporpeccupymouue Jierounbie Gudpo3ni)

HpI/I‘II/IHaZ TpaKOous: MCIIKUX 6pOHXOB B PE3YyJIbTATC YMCHBIIICHU ob0beMa OKPY)KaIOH_[eﬁ nux

JIETOYHON TKaHU.

Kinnanueckas kapTuHa — Iporpeccupyroniasi MHCIIMPaTOPHast OABIIIKA.

KomnbroTepHo-romorpajuyeckasi CeMUOTHKA U3MeHEHHsI OPOHXOB:

dopmupoBanue (GUOPO3HBIX M3MEHEHUH TI0 THUIy «COTOBOTO JIETKOTO» —
TOJICTOCTEHHBIE BO3JIyXOCOJEp>KaIllle KHUCThI, paclojararluecss B HECKOJIbKO
PSAIOB, MeNKHEe OOBI3BECTBIECHUS B HMX CTPYKType (TpaHcdopmanusi B KOCTHYIO
TKaHb)

JlokanusyroTcs B BepXHe-TIEPEIHUX U HIDKHE-33JHHUX CYOIUTIEBpalbHBIX OTIENax
(cumnTOM «IIpOTIEIIIEPa)

Hapacranue npoTsHkeHHOCTH U3MEHEHH B KpPaHHOKAAallbHOM HaIlpaBICHUN
[Ipu3Hnaku ymeHbllleHHs: 00beMa JIETOYHOM TKaHH — BBICOKOE CTOSIHHE nuadparmsl,
JUTIOMATO3 CPEOCTEHHS, IKCTPATUIEBPATIBHBIN JIMTIOMATO3, TPAKIIMOHHBIE OPOHXO0- U
OpOHXMOJIOAKIIA3bl B 30HaX (UOPO3HBIX M3MEHEHUN, TOPU30HTAILHOE IOJIO0KEHUE

CpelocTeH s, 3UsHIE UIEeBOAa, AeBualus Tpaxeu [4] (puc. 9).

Puc. 9. bonwnoii /1., 681. MJI®, nepexonq HcUII 8 OUIL: KT ot 03.06.2011r. (a, ), KT
ot 08.05.2015r. (6, m). KT ot 02.11.2015r. (B, €).
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Mexanusmbl  ¢popmupoBanuss B3I, cBsa3zannble ¢ mnociaeacrBusamu  COVID-19
MOpaKeHusl JIerKnx
[Tprumnna: Tpakuus MeNKUX OPOHXOB B pe3yJIbTaTe YMEHBIIEHUS 00beMa JIETOUHON TKAHH.
Knunnueckast kapTHHA — HHCIHPATOPHAS OJIBIIIKA.
KomnbrorepHo-romorpaguyeckasi CeMHOTHKA H3MEHEHHs OPOHXOB:

e Hammune  KT-npusnakoB  HcUIl  (mecnenuduyeckod  MHTEPCTULUAIBHON
ITHEBMOHHUM) - «MaTOBOE€ CTEKJIO», PETHUKYJSPHbIE M3MEHEHUsS (BHYTPUIOIbKOBBIHI
¢ubpo3)  HEOONBIIOH  TPOTSIKEHHOCTH,  PACIOJIOKCHHBIE  CyOIUICBpaIbHO,
COTIPOBOXKTAIOIINECS TPAKIIMEH METTKUX OpOHXOB (OPOHXHOIOIKTA3BI)

e OMUII (oObluHAsi MHTEpCTUIMAIbHA MHEBMOHHUS) - «COTOBOE JIETKOE» HEOOJIbIION
NPOTSDKEHHOCTH € MEJKHUM  JMAMETPOM  «COT» B  CYOIUIEBpalbHBIX — OTHElNax,
TpakIMOHHBIE OPOHX03KTa3HI [5] (puc. 10)

Puc. 10. bompnasg O., 55 1. U07.1 COVID-19 ot 07.2020r. KT ot 30.07.2020r. — 20 acHb

6onesnn (a), KT-4 crenens pacnmpocTpaHEHHOCTH TMpoIlecca - KOHCOMUIAIMs B S5 crpana.

KT or 03.2021r. yepe3 8 mecsieB ot Haudana 3aboseBaHust (6) — dbopmupoBanne KT-

kaptuabl HcUII B 31Ol oOnacté («MaToOBOE CTEKIIO», PETHUKYJSALMS, TpPaKIHUOHHBIE

OpPOHXHOJIOAKTA3bl — MPOSIBICHUS] BHYTPUOOIBKOBOTO (prOpo3a).



BoiBoabl. KT mo3Bossier BBISIBUTH pa3HOOOpa3HbIE MPOSIBICHUS OPOHXO3KTA3WM, YTO Ba)XKHO JJIS

OLICHKHU IMPOrHo3a 3a00J1€BaHN U TAKTHKH €T0 JICUCHUS.

Cnmcox aureparypsl
. Anna Dzieza-Grudnik, Filip Mejza JlmarHocThueckass TaKTHKa MpH OPOHXOIKTa3ax.

[TpakTryeckue actekTsl pekomenaanuii British Thoracic Society 2019, 2020

H M Yoon et al «Post-infectious bronchiolitis obliterans in children: CT features that predict
responsiveness to pulse methylprednisolone» Br J Radiol. May 2015.

John Patrick Egan «Successful treatment of ulcerative bronchiolitis in a woman with
refractory Mycobacterium intracellulare infection» BMJ Case Rep. 2015

Cnepanckass  A.A., HosukoBa JLLH. «KomnbsrorepHo-ToMorpaguieckue MaTTePHBI

UAMONATUYECKOro JIeroyHoro ¢puodposa» IIpaktuueckas mynsmoHonorus. — 2018. —Nel. — C.

73-80



5. X. Han, Yo Fan, O. Alwalid et al Six-Month Follow-up Chest CT findings after Severe
COVID-19 Pneumonia Published Online:Jan 26
2021https://doi.org/10.1148/radiol.2021203153 See editorial byAthol U. Wells

Ilomumo KT opraHoB TpyqHOW IIOJIOCTH, 6 NOCNIeOHee 6peMs NOAGUNUCHL OAHHblE O
00CMamo4HO BbICOKOU UHPOpMamugHocmu 8 ouazHocmuxke B3O mazHumHo-pe3oHancHol

momoepaghuu ( MarHUTHO-pE30HAaHCHAs TOMOTPadus JICTKUX ).

Hcnonb3oBanue B KIMHUYECKON MYJIbMOHOJIOTMH PAIMON30TOMTHON TUATHOCTUKHU TTO3BOJISIET
CYIUTh O COCTOSTHUHM PErHOHAPHBIX (PYHKLIUN JETKUX, OUEHUTH XapakTep (QyHKIIMOHATIbHBIX
HapyLICHU B 00JIaCTH MAaTOJOTUYECKOr0 04ara M B IPYIUX 30HaX JIETOYHOM TKaHHU.
PanuonyknuaHbie nccae0BaHUs PETUOHAPHON BEHTHIISIIMY BBISIBISIOT OTYETIMBYIO 3aBUCUMOCTD
MEXy BBIPAKEHHOCTHIO U JIOKAIM3AIMEN PETHOHAPHBIX BEHTUJISIIMOHHBIX HAPYIIEHUN U

JIOKaJIU3amueH.

Onpenenaenne GYHKIMKA BHEIHETO AbIXaHUA

o PexoMeni0BaHO uccienoBaTh (PYHKIIMIO BHEIIHETO JIbIXaHUS y MallMEHTOB MOJI0O3PEHUEM Ha
OpOHXO3KTa3bl WM C  JUArHOCTHPOBAHHBIMU OpPOHXOA’KTa3aMU C II€NIbI0 ONpPEIEeICHUs |
JUHAMHYECKOTO KOHTPOJIA JICTOYHON (YHKIMH TP OTCYTCTBHU BO3PACTHBIX WM WHBIX
OTpaHUYCHUM:

- CIIUPOMETPUS TPOBOJUTCS MPU KAKIOM KIMHUYECKOM BU3HTE MallMeHTa (B cpelHeM, Kaxabie 3-6
MecsieB  (MCCIIeIOBaHHE HECIPOBOLIMPOBAHHBIX JBIXaTeIbHBIX OOBEMOB M TIOTOKOB, TIpHU
HEOOXOJIMMOCTH — JIOMIOJHUTEIIBHO HCCIICIOBAaHUE JBIXATCIbHBIX O0OBEMOB C TPHMEHECHUEM
JICKapCTBCHHBIX TPEIaparoB); - OOIUILUICTU3MOTpadUs MPOBOIUTCS IO TOKA3aHUSAM, B CPEIHEM —
€XKEroJTHO, C IENbI0 OMpEeeNIeHUs] U JMHAMUYECKOTO KOHTPOJS CTATUYECKHUX JIETOYHBIX 00BEMOB U
OponxuansHoro conpotusiaeuus [1-27*] (YYP - C, Y1 - 5).

KommeHTapuii: kauecmeennoe npogeoenue CRUpOMempuu 803MOMCHO V Odemell ¢ 5-6 nem, eciu
nayuenm Moxicem CO3HAMeNbHO BbINOJIHUMb MAHEsp (OPCUPOBAHHO20 8bl00XA, OUAHOCTNUYECKAs
yeHHoCmb ucciedoéanus y demei maaouie 5 tem Hudice [1-6]. Cnupomempusi no360sem KOCEeHHO
oyeHumb ne2oyHvle 006vemul [3]; no NoKaA3aHUAM 803MOCHA OOJlee MOUHAA OYEHKA CIMAMUYECKUX
JIe20UHbIX 00bEMO8 U OPOHXUANILHO20 CONPOMUBILEHUSL C NOMOWbI0 boouniemusmocpaguuf14-28].
Haubonee uacmo y nayuenmog ¢ 6ponxosxmaszamu 8vis61810m 0O6CmMpyKmueHvle Uil couemanue
00CMPYKMUBHBIX U PECMPUKMUBHBIX HAPYUIEHUU GeHMUNAYUU (8 3a8UCUMOCMU Om 00vema U
xapaxkmepa nopasiceHusi OpouxuaivHoeo oepesa) [7,9,12, 25-28].  Hauuvie uccredosanus
npogoosimces 6 coomsemcemauu ¢ Ilpuxkazom Munzopasea Poccuu 13 okmsabps 2017 2 Ne 8041 om

«06 ymeepoxcoeHuyu HOMEHKIAMypvl MeOUYUHCKUX YCAY2». UCCLe008aHUe HeCHpPO8OUUPOBAHHBIX



ObIXAMENbHLIX 00beMO8 U NOMOKO8, UCCIEO08AHUE ObIXAMENbHLIX 00beM08 C NpUMeHeHUeM

JIeKapCMBeHHbIX Npenapamos, 600uniemusmocpapus.

Taxoice 015 oyeHKU ne20yHbIX 00beMos U pacuema unoexca Heoonopoonocmu genmunayuu (LCI -
Lung Clearance Index) npeoracaemcs ucnonvzoeamv mecm 6bIMbl6AHUS UHEPMHO20 2A3a4 NPU
MHOdcecmeeHHblXx evlooxax (Multiple-Breath Inert Gas Washout; k npumepy, evimvliéaHue azoma
KUCTIOPOOOM); CHUMAEMCs, 4moO OH C OONbuell 4Y8CMEUMENbHOCMbIO, HedCelU CRUPOMempus,
n0360/1aem 6bIAGIAMb NOPANCEHUE MENKUX ObIXAMENbHbIX Nymel, 6 MmMoM uyucie y Oemell

00WK0IbHO20 8o3pacma [29-34].
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e VIMnynbcHas OCHMJUIOMETPUS - HEWHBA3UBHBIM METOJ OIpPEAEIEHUS JIbIXaTelIbHOIO
(pectiuparopHoro) umnenanca (0OIIEro ABIXATeIbHOTO COMPOTUBIICHUS) U COCTABISIOLINX
ero mapameTpoB. lIpu HCIONB30BaHMM JAaHHOTO METoJa HE TpeOyeTcsl BBIIOJIHEHUS
(OpCHpPOBAHHBIX JABIXaTENBHBIX MAaHEBPOB, AaKTHBHOI'O y4yacTHs MAIlMeHTa M €ro
COTPYIHHYECTBA C T[EPCOHAJIOM, 4YTO SBISIETCS OOJNBIIMM MPEUMYIIECTBOM IEpes
CIIUPOMETPHUEH.
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o VY nmanueHToB ¢ MOJ03pEHHEM Ha NepBUUHYIO0 HuiHapHyto auckuHesuto (I1LJ]) npoBoautcs
UCClieIoBaHNE Ha3albHOro okcuaa azora (nNO): y OoJBIIMHCTBA MAIMEHTOB C MEPBUYHOMN
nuiMapHo auckuHe3ueill ypoBeHb nNO CHMKEH (CM. KimHUYeckue pexomeHnanuu «llepBuunas
[UIIMapHas JUCKuHe3us y aereii») [35-58] (VVP — C, VI/] - 3).

KOMM@HWZCZDMM.‘ usmepernue HasajlbHoco oKcuoa azoma (I’ZNO) C NOMOUbIO XEMUTIIOMUHECUECHNTIHO20

AHATU3AMOPA PEKOMEHOYEMCs 8 PAMKAX 2pYNNbl OUASHOCMUYeCKUX mecmos 0is eviaenenus I/ y
83POCIbIX U Oemell cmapuie 5 1em ¢ MUNUYHbLIMU CUMAMOMAaMU 0anHo2o 3abonesanus [35-39,41-
42, 56]; nopmamuenvie 21eKMpOXUMUYECKUE 2A30AHATUIAMOPLL MO2YIM UCHONIb308AMbCS OISl
onpedenenus nNO npu ckpununee na I11{J], no 0annwiii mecm 0ondicen Oblmb npogedeH NOMOPHO ¢
UCNONIb308AHUEM IMATIOHHO20 CAHOAPMHO20 XeMUTIOMUHeCYeHmHo2o anaruzamopa [43,50].

- V demeii cmapwe 5 nem u 83pocnvix, Komopwvie Mo2ym 8bINOIHAMb HEOOXO00UMble MAHE8Pbl OJis
UBMEPEHUs. HA3ANIbHO20 OKcuda azoma, Huskoe 3nadenue nNO (<77 ppb (*1ppb - I wacmuya 2aza
na 10° wacmuy 6vi0bixaenozo 6030yxa) 6 OBYKpAMHBIX NPOOAX ¢ UHMEPEAIOM He MeHee 2 MecAyes 6
COUemaHuu ¢ COOMBEMCmaEyIouWuUM KIUHUYECKUM (DEeHOMUnom (npu UCKIOYeHUs MyKOBUCYUOO03d,
maxk kak 30% nayuenmog ¢ mykosucyuoozom oemoncmpupyrom Huzkuii nNO [45]) moocem 6vimo
docmamouHbiM 051 KIuHuyeckoz2o ouacnosza IILJ] ¢ nocnedyrowell yunuapnot ouoncueu OJis
INEKMPOHHOU MUKPOCKONUU UNU BbICOKOCKOPOCMHOU GUOCOMUKPOCKONUEL U/UTU 2eHemUYecKum
uccneoosanuem [53,55-58]. Ucnonwsys snauenue nNO <77 ppb (npu uckniouenuu Mykosucyuoosa),
moxcno obuapyscumse I1L]J], 6o3nuxarowyro 6 pezyibmame 0eheKmos YuIuapHol aKxconemvl Uiu
mymayuii 8 DNAHI 1, ¢ uyecmeumenvrocmoio u cneyugpuunocmoto 98% u >99% coomeemcmeenno



[]; HO cnedyem nomnume, umo cywecmeyrom eapuarmol L[] co snauenusmu nNO eviue 3moco
nopoea [49].

- V Hoeopooicoennvix u demeti 8 sospacme 0o 5 nem nokazamenu nNO He cmonb HAOENHCHbL OJis
gviagnenuss IIL[J] (0o 36% 10#CHONONONCUMENbHVIX pe3YIbmamod ) oemeti  OOUKOTbHO20
803pacma), NOIMOMY 8 IMOIU 803PACMHOLU 2pYnne NAYUEHMO8 OUACHOCMUYECKOe Mecmuposanue
00bIYHO BKTIOUaem 8 cebs YUIUapHylo OUoncuro 0 8blCOKOCKOPOCMHOU 6UOCOMUKPOCKONUU U
NNEKMPOHHOU MUKPOCKONUU, A MaKice 2eHemuyeckue ucciedosanus [52-53].

- Ilpu uzmepenuu nNO puck 1024CHONONOHCUMENLHBIX PE3VIbIMAMO8 MAKHCe NOGbIUAEMC sl NpU
OPBH, opouxuonume, Hocogvix Kkpogomeuenusx, BUY u neamonuweckxom cumnycume, no3momy
O0aHHOe mecmuposanue OOJIHCHO NPOBOOUMBCS 6 300POBOM COCMOSHUU U HOBMOPAMbCA NpU
HAIUYUY OMKIOHEHUU 8 COCMOSHUU 300P08bsl HA MOMeHm oOcnedosanus [45-48]; 6o uzbemxcanue
NOJIy4eHUss HeKOPPEKMHbIX pe3yibmamos onepamopuvl ycmpotuicmes s onpeoenenuss nNO 00ndicHbl
ObLIMb XOPOULO 0OYUeHbl U UCNONB308AMb CMAHOApmHble pabouue npomokonvl [36,41, 56].
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° Bcem OonbHBIM € OpOHXOJKTa3aMH PEKOMEHIYETCsl HCCIeOBaHUE Ta30B KPOBU
(UccnemoBanre KHUCIOTHO-OCHOBHOTO COCTOSHHMSI M Ta30B KPOBH) W/WIM caTypaunud st
MOATBEPKICHUS/UCKITIOUeHHs runokcemud [1,2,3.4,5].

(VVP - C, VU - 2)



o PekoMenayercss TpoBe[eHHE TPaxeOOPOHXOCKOMHMH JETSIM M B3POCIBIM IMAIMEHTaM C
OpOHX03KTa3aMU MPH HEOOXOIUMOCTH UCKIIIOUEHUS/TIOATBEPKICHUS acCTIUpallMd HHOPOJHOTO Tela
U €ro yAaJIeHHUs .

J MalUeHTaM C TSDKEJIbIM OpPOHXOJETOYHBIM IMPOIECCOM C TOPIUIHOCTBIO K Teparnuu s
UACHTU(DUKAIIMA BO3MOXXHOTO BO30OYIHUTENsI B OPOHXO0ATHBEOSIPHOM JIaBaXe, BKIIIOYAsl MAllMEHTOB
C mojo3peHueM Ha MukoOakTepuo3 1o gaHHbIM KT TpyaHOl momoctd W OTpUIATEIbHBIM
MUKPOOHOIOTHYECKUM UCCJIETIOBAaHUEM MOKPOTBI pEKOMEH IyeTCs BBITIOJTHEHHE
(buOpPOOPOHXOCKOIUU ¢ OPOHX0-aJTBBEOISPHBIM / OPOHXHUATBHBIM CMBIBOM.

J [Ipu  npoBeseHun  OpOHXOCKONMUU  Mopdooruueckue  MOpaKeHuss  OpPOHXOB
COIPOBOXAAIOTCS IHIOOPOHXUATBHBIMU HW3MEHEHUAMU (pHUC. ). XapakTep MU BbIPAKEHHOCTh
HJAOOPOHXHWTA  3aBHCHT OT  Iepuoja  OOJIe3HH, aKTHMBHOCTH  TEUEHHUS  IIporiecca,
pacrpocTpaHEHHOCTH MOP(OJIOTHIECKUX M3MEHEHHH, Bo3pacTa OonpHOro pedenka. Kak mpasuiio,
UMEeT MECTO, KaTapajJbHO-THOWHBI WJIM THOWHBIA SHAOOPOHXMT, KOTOPBIM YacTO HOCHUT

G Gy3HBINA TBYCTOPOHHUIN XapaKTep U BBIXOIUT 3a MPEIEIIbI JIOKATH3UIIUN OPOHXO0IKTA30B.

Puc. Oupockonus. 'HOMHBIN 5HTOOPOHXUT MPU OPOHXOIKTATUYECKON OOJIE3HH.

o B3pocibiM  607bHBIM € OpOHXO3KTa3aMH MpU TOJO3PEHUHM Ha HETYOEepKYJIe3HBIH
MHUKOOAKTEpHO3 M  HEBO3MOXKHOCTH  YTOYHEHMS JMarHo3a HEWHBA3WBHBIMU  METOJaMHU
pexomenayercs (puOpoOpoHXOCKONuUs ¢ OHONCHed OpOoHXa M IMOCIEIYIOIIUM THUCTOJIOIMYECKHM

uccinenopanrem ouonrara [Griffith DE, Aksamit T, Brown-Elliott BA, et al. An official ATS/IDSA



statement: diagnosis, treatment, and prevention of nontuberculous mycobacterial diseases. Am J
Respir Crit Care Med 2007; 175: 367—-416. Adjemian J, Olivier KN, Seitz AE, et al. Prevalence of
nontuberculous mycobacterial lung disease in U.S. Medicare beneficiaries. Am J Respir Crit Care
Med 2012; 185: 881-886. Floto RA, Olivier KN, Saiman L, et al. US Cystic Fibrosis Foundation
and European Cystic Fibrosis Society consensus recommendations for the management of non-
tuberculous mycobacteria in individuals with cystic fibrosis. Thorax 2016; 71: Suppl. 1, i1-i22.
Sugihara E, Hirota N, Niizeki T, et al. Usefulness of bronchial lavage for the diagnosis of
pulmonary disease caused by Mycobacterium avium-intracellulare complex (MAC) infection. J
Infect Chemother 2003; 9: 328-332.  van Ingen J. Microbiological diagnosis of nontuberculous
mycobacterial pulmonary disease. Clin Chest Med 2015; 36: 43-54.]. (YYP - C, Y1/ - 4).

. [Ipy mpoBeneHUM HCCIENOBaHUS 10 IMOKA3aHUSAM IMPOBOJAAT B3ATHE OUOICHUM OpoHXa
(buoncus TkaHeil Tpaxew M OPOHXOB IOJ| KOHTPOJIEM TPAaXCOCKONMUYECKOTO HCCIICIOBAHMS) IS
nocjuenyomeil cBeToBoil (ha30BO-KOHTPACTHON M 3JEKTPOHHOW MMKPOCKOIUH Ui HCKIIIOYEHHUS
NEPBUYHOMN LIUIMAPHON AUCKUHE3UH.

o DEeKTPOHHO-MUKPOCKOIIMUYECKUE HCCIEeI0BaHUs OMONTaTa CIM3UCTOM 0007104KH OPOHXOB Y
OOJIBHBIX C OPOHXOIKTATHUECKOW OOJE3HBIO TAKXKE MOTYT BBISBHTH 3HAUUTENIbHBIC M3MEHEHUS
MEpUATENFHOTO DSIUTENUs, PEAYKIUIO0 PECHUTYATOro ammapara, Au(Qy3HOe TOBPEKICHHEM
nuToMeMOpaH. BbIpaXeHHOCTh 3TUX M3MEHEHUH 3aBUCUT  OT aKTUBHOCTH  TEYEHUS
BOCMAJIMTEIBHOIO Ipolecca B OpoHxaX. BropuuHble W3MEHEHHsS MEPLATENbHOTO AIUTENHS
CIIM3UCTON 000JI0YKH OPOHXOB, BOHUKIINE BCIEACTBHE BOCIAIMTENBHOIO IIPOLECCAa, HECOMHEHHO,
OTATOLIAIOT TE€YEHHWE W MPOTrHO3 3a00JeBaHMS , Hapyllas MyKOUMIUapHbIM kiaupeHc. Ilpu stom,
aKCOHEMAJIbHBIE TIOBPEXKICHUS, CBOMCTBEHHBIE NIEPBUYHOM LWINAPHOW JTUCKUHE3WH, IIpU
OpPOHXO0’KTAaTHUYECKON OO0JIE3HN OTCYTCTBYIOT.

o VY nanueHToB ¢ BEpOSTHON XpOHMUECKOW acnupalieil nccieaoBaHie TpaxeoOpOHXOCKOIUIO
IOPOBOJAT U TOATBEP)KICHHS/MCKIIOYEHNsT Jauarfosa (B T.4., MPOBOAUTCS LUTOJIOIMUYECKOE
UccileioBaHle  OpoHXoanbBeossipHOro JtaBaka (L{uTomormdeckoe wucciieoBaHHE —JTaBAKHOM
xwuakoctn)) [1,2,3,4,5,7].

YYP-C,VI-2)

o Jlo HacTosiIIero BpeMeHu He yTpaTUil CBOETo 3HaueHHs MeTo ] Oponxorpaduu. OH sBIsSeTCS
“30510TBIM” CTaHJAPTOM IIPH JTUArHOCTUKE OpOHXO0’KTa3oB y geredl. C pa3BuTHEM TUOKOU
BOJIOKOHHOM ONTUKHU CTAJ0 BO3MOXKHO BBITIOJTHEHHUE CEIEKTUBHOM OpoHXOorpaduu.

J Pexomennyercs sxokapauorpagpudeckoe wuccinepoBanue (9xo-KI') ¢ gommiepoBckumM

aHaJIn30M (I/I3MCpCHI/IC T'paAuCHTA [JaBJICHHUA Ha JIETOYHOH apTepHH) Yy nagueHTOB C



OpOHXODPKTa3aMH, TaK KaK MPH 3TOH MATOJOTWH, OCOOCHHO TPU PACIPOCTPAHEHHOM IOPAKCHHH,
BO3MOXXHO Pa3BUTHE JIETOYHOW THIIEPTCH3UH U (popMupoBaHue JeroyHoro cepana [1,2,3].
YYP-C, VI -2)

o [TaruenTam ¢ OpOHXOPKTa3aMH JJISl  MCKJIFOYCHUS/TIOATBEPKACHUS TyOepKylIe3HOH
WHPEKIUM PEKOMEHAyeTCcs TMpoBeAeHWe mpoObl Manty (ecnim He ObUla TpOBEACHA B
JICKPETUPOBAHHBIC CPOKH), TIPU HEOOXOMUMOCTH — TECT C aUICPIreHOM TYOEpKYJIe3HBIM
PEKOMOMHAHTHBIM B CTaHAapTHOM pa3Be/ieHHH, KBaHTU(EpOHOBBI TecT, T-Spot) [1,2,3,4,5,7].
YYP-C, VI -2)

L4 PexoMeHI0BaHO OPOBEACHUE ITYJIBCOKCHUMETPHUU W/Uu HCCICIOBAaHUE T'a30BOro CocCTraBa

KpOBH (I/ICCJICI[OBaHI/Ie YpPOBHA KHCIIOpPOJa KpPOBH, HUCCICAOBAHUC YPOBHA YIJICKHUCIIOIO TIa3a B
KpOBI/I) BCEM IMannUCHTaM C 6pOHX03KT8.38.MI/I IIpu 1<a>1<L[0171 rocnvurajanu3aluyd, II0 ITOKa3aHUAM
(06OCTpeHI/Ie XPOHHUYCCKOI'O 6pOHXOJ'IeI‘O‘{HOFO mpounecca, HaJIM4yue I[BIXaTeJ'IBHofI
HEJI0CTaTOYHOCTH, TpeOyroliel okcureHorepanun) — vamie [59-60] (YYP — C, VI - 5).
[MYJIBCOKCUMETPUSA nuteparypa

59. Strippoli MP, Frischer T, Barbato A, Snijders D, Maurer E, Lucas JS, Eber E, Karadag B,
Pohunek P, Zivkovic Z, Escribano A, O'Callaghan C, Bush A, Kuehni CE Management of primary
ciliary dyskinesia in European children: recommendations and clinical practice. ERJ. 2012; 1(39)
no. 6: 1482-1491.

60. Eber E., MidullaF. at al. Paediatric Respiratory Medicine. ERS handbook, 1-st edition, 2013:
93-100.

2.5 UHble agnarHoctmyeckue uccnesoBaHus

2.5. luddepeHnnIbHBIN AHATHO3

BponxoskTaTnyeckyro 6051€3Hb y JeTell Kak OTJebHYI0 HO30J0IHUECKYIo (hopMmy,
HE00X0IMMO OTJINYaTh OT OPOHXO03KTA30B, ABJSIOLUINXCS MIPOSBIEHUEM IPYruX 3a0oneBanuil. Tak,
OCHOBY (popMHpOBaHUS OPOHXO3KTa30B MOTYT COCTABIIATH LEJIbII psJl BPOKIEHHBIX U

HaCJICICTBCHHBIX 3a00JIeBaHU.

IIpu Bpok1I€HHOM Ire€HEpaIN30BaHHOM OTCYTCTBHM MJIM HEIOPA3BUTHH XPSILLEN
CErMEHTAPHBIX M CYOCETMEHTPAPHBIX OPOHXOB BO3HUKAIOT “‘OalOHUpYIOMINE” OPOHXOIKTA3hI
(cunnpom Bunbsmca-Kemn6enna). bponxoskrasust oOHapykuBaeTcs u npu

TPaxeoOPOHXOMET ATIHH.
Cumrarot, uTo 60J1€€ OJIOBUHBI BBIABISEMBIX OPOHX0IKTA30B CBSI3aHBI C MYKOBHCIIHJIO30M.

Bponxo03KTa3bl HEPEIKO COMPOBOKAAIOT MEPBUUYHBIE UMMYHOIeDULIUTHI. B ux uncrie
araMMarJIoOyJIMHeMHUsI ayTOCOMHOpelleCCUBHasl (IIBEHIIapCKUil TUIT), CLIETIIICHHAS ¢ X-XpOMOCOMOM

arammarsnooynunemus (bpyrona), nzbupatensusiit repuut 1gA, KOMOMHUPOBAHHBIE



UMMYHOAC(PUIIUTHI, Te(PEeKThI haroruTapHON CHCTEMBl — XPOHUYECKUN I'paHyIemMaTo3 y neteil. B
MOCIICHHE TOJIbI BCTPEYAIOTCS OPOHXO0IKTA3bl Y OOJIBHBIX C CHHIPOMOM MIPHOOPETEHHOTO

UMMYHOJEPHIINTA.

BpoHX03KTa3b! SABIAIOTCS OJJHUM M3 OCHOBHBIX MPOSBJICHHH EPBUYHON HMIHAPHON
JMCKAHE3MH, B OCHOBE KOTOPOU JISKUT Ne(PEKT CTPOCHUSI PECHUYEK MEPIATEIbHOTO SMUTEIHS
CIIM3UCTOM 000JI0UKH OPOHXOB, 00ycIaBIMBAIONINI HapylieHue ux ¢yHkun. [locneayromiee
HACJIOCHHUC I/IH(i)eKLII/II/I IMPUBOAUT K XPOHUUYCCKOMY BOCIIAJIMTCIBHOMY IIPOLICCCY. HNmenno ¢ stux
MO3HIUI OOBSICHSIOT B HACTOSIIIEE BPEMsI XPOHHUESCKHI BOCHATUTEIBHBIN MPOIECC B BIXATEIbHBIX
nyTsix ¥ GopMUpOBaHKe OPOHXOIKTA30B MPHU KIACCHYESCKOM BapUAHTE NMEPBUYHON IHITHAPHOM

HEJI0OCTaTOYHOCTH — cuHapoMe Kaprarenepa.

MoHoreHHbIe 00JIE3HN COCTMHHUTEIBHON TKaHH, - CHHIPOM Diepca-/lanioca, cuHapom
Mapdana, MOTryT COMPOBOKIATHCS HATUYUEM OPOHX0’KTa30B. OOCYKIaeTCs BOMPOC O

MIPOUCXOXKACHUN OPOHXO03KTa30B Npu Aeduuute anbdal-aHTUTpUTICHHA.

®opmupoBaHUE MPOKCUMAIBHBIX OPOHX0IKTAa30B IATOTHOMOHUYHO JJIsl JIJIEPTUYECKOr0
OpOHXOJIETOYHOTO acrepruriesa, 3a00JeBaHus, B OCHOBE KOTOPOTO JISKUT CEHCHOMIH3aus K

IecHeBbIM Tprbam poaa Aspergillus, KomoHU3UPYIOIIUM B TIPOCBETE OPOHXOB.

Taxum oOpa3oM, Hapsily ¢ OPOHXOIKTATHUECKOM 00JI€3HbI0, KaK OT/IeIbHOM HO30JI0IrMYECKON
(dbopMoii, OpOHX03KTa3bl Y A€TEH MOTYT OBITH CHHAPOMOM IPH Pa3IUYHbIX BUJAX BPOXKJIECHHON U
HacJeICTBeHHOU natosoruu. Juddepennuans 3Tux cocTosHui TpedyeT crealabHbIX

71a00PAaTOPHBIX U MHCTPYMEHTAJIBHBIX UCCIIEOBAHUM.

Tabanua. OcHoBHble 3a60/1eBaHMA W NATONOTMUYECKME COCTOAHUA, NPU KOTOPbIX 0BHApPYKMBALOTCA
6pPOHX03KTa3bI

-bponxoskratuyeckas 0ose3Hb

-O0cTpykuust OGpoHXa BCIEACTBHE HHOPOAHOTO TElNa, OMyXO0JIH

-Cunapom Bunbsimca-KemOenna

-Tpaxeobponxomeranus

-MykoBucu03

-MepBUYHaA uMAMapHan AUCKMHE3NA (BKAOYasA cuHapom KapTareHepa)

-Cunnpom Mapdana

-Cunapom Dnepca-/lanio

-Jlebunut anbdal-anTUTpUNICHHA




-AJuteprudeckuii OpOHXOJIETOUHBIN acrieprusies

Tabnuua . AuddepeHumnanbHO-AMarHOCTUYECKUE NPU3HAKM BPOHX03KTaTUUECKO

6onesHn
3aboiieBanue Knunnueckue nposiBiieHus Pentreno- Crnenuduyeckue
OpOHXOJIOTHYECKHUE MapaKJIMHUYECKUE
MIPU3HAKU MPU3HAKU
Bbponxoskratu XPpOHUYECKUIN ®ubpo3HbIe JIOKATHHBIC
yeckas BOCITAJIMTENbHBIN N3MEHCHHS.
OpOHXOJIETOYHBIHN TIPOLIECC.
00J1e3Hb . BponxoskTassl
Biaxab1ii xamensb,
CTaOMJIbHBIC JIOKAM30BaHHbIE | KarapalbHO-THOMHBIHA
BJI&XKHBIC XPUIIbI WU THOWHBIN
SHJO00POHXHUT.
MyxkoBucuu103 IIposiBieHUS XPOHUYIECKOTO ®uOpo3HbIC U3MEHEHUS, | YBEIUYCHUE
OpOHXOJIETOYHOTO TpoIIecca, aTeJICKTa3kl. coepKaHus
KUIIIEYHBIN CUHIPOM, XJIOpUJIOB B TIOTE
OTCTaBaHUE B (pr3nUECKOM bponxosKTazbi. . ooltee 60
Pa3BUTHH, CUHYCUT U MOJIUIIbI é[e(I)OpMI/Ip}IIOIHI/II/I MMOJIB/JI HIIH
HOCa U Ma3yx POHXUT MPOBOJUMOCTHU
Juddy3Hblii THONHBIHI nota 6osee 80
SHA0OPOHXUT. MMOJTB/JT
ObnapyxeHue
MYTaHTHOT'O T'€Ha
[lepBruunas ToTtanbHOE TOpAKEHUE HuddysHoctsb Crnenunduyeckue
UuIuapHas peCnupaTOpHOroO TpakTa MOPAKEHUSI, THOMHBIN W3MCHCHHUS
JACKHHE3US (OpOHXUT, CHHYCHUT, OTHT, SHAOOPOHXHT, YIBTPACTPYKTYPHI
TYTOYXOCTh) C paHHE! OpOHXO0JKTAa3Hl, pEecHUYEK
MaHudecTarmeil CAMITOMOB nedopmarusi OpOHXOB, CIIU3UCTOMN
3aTeMHCHHE OpOHXOB,
MPUAATOYHBIX MA3yX CHIDKEHHE UX
HOCa (YyHKIIMOHATBHOM
aKTUBHOCTH
CI/IHI[pOM To e + obpaTHOe pacnonoxeHune To xe To e

Kaprarenepa

BHYTPEHHWX OpraHos




MNepBUYHbIE UMMYHO | XpPOHMYECKUIA BPOHXONEroYHbIN MpU3HaKN XPOHUYECKOTO LdedeKTbl
npouecc. MHolHble UAn rpubKoBsble 6POHX0NEroYHOro NpoLecca. | ryMopasibHOro u
neduunTHble
NopaKeHUsa KoM, CIM3UCTbIX . oL (unun) KknetouHoro
COCTOAHUA KaTapanbHbli1 MV THOMHbIN
060/104€K, HOCOTNIOTKM. NMMyHUTETa
3HA0H6POHXUT
FenatonneHaNbHbI CUHAPOM.
KuweyHble HapyLeHua.
OTcTaBaHWe B GpU3NYECKOM PA3BUTUN
CuHapom Bunbamca- | OBCTPYKTUBHBIA CUHAPOM, O6CTPYKTUBHbBIN CUHAPOM, npu3Hakmu TPU
Kemn6enna 3KCMMpPaTOPHan OA4blLWKa. NpU3HaKku Gpnbposa NeroyHo BpOHXOCKOITHH 1
. . TKaHW. «BbanoHupyowme KT
XpOHUYECKMI1 BOCNANUTENbHbI
N 6POHX03KTa3bI»
6POHX0NEroYHbIN NpoLecc
Annepruueckuil | [IpuzHaku XpoHUYECKOTO OO6CTpyKTUBHBIN Briisnenue npys
OpOHXOJIKTOYHBIN | BOCTIAJIUTEILHOTO CHHIPOM rpu0oB B
aCIICPrujuic3 6pOHXOJ'ICFO‘lHOI‘O Impouecca B MOKpPOTC
N IIpokcuManbHbIE
COUYCTaHUU C 6p0HXI/IaHBHOI/I 0O0JILHOTO.
. OpOHXO03KTa3bI
00CTpyKILIHEH.
Cneuunduyeckue
IgG k rpuOKOBEIM
ajulepreHam B
IJ1a3M€ KpOBU
OOJIBHOTO.
Haubonee 4acmele Ho3o0n02u4ecKue opmel 08 OugpdepeHyuanbHo20 OuaeHoO3a npu
b6poHx03KmMasax:

O UHOpoOHoe meso bpoHxa (KT, mpaxeobpoHxockonus);

O 8pOMOeHHble aHOMaAUU bpoHxuasabHo2o depesa (KT, mpaxeobpoHxocKonus);

O MykKogucyudo3z (nomosseili mecm (nomoeas npoba), snacmasa Kana (OnpepeneHuve

dKTUBHOCTU I'IaHeraTW-IECKOﬁ anactasbl-1 B KaHE), MOEKYNAPHO-eeHemu4ecKkoe

uccnedosaHue(MonekynapHo-reHeTMyeckoe uccnegosaHne reHe CFTR B Kposw),

MUKpobuUonoauyeckoe ucciedosaHue MOKpomeol C onpedesneHuem 4yscmeumesnbHocmu K
aHmubakmepuansHeIM npenapamam (cm. KP no okazaHuto meduyuHcKol nomowu demsam ¢
KUCMO3HbIM (hubpo3om (MyKosucyudo3om);

O mybepKynesHaa  UHGeKkyus (KoHcynbmayus @Gmusuampa, npoba MaHmy, npu

Heobxodumocmu — mecm C annep2eHoM mybepKysae3HoiM PEeKOMOUHAGHMHbLIM 8




CMaHOapMHOM pazeedeHUUOUACcKUH mecm, KeaHmugepoHossiii mecm, T-spot);( Oyarosas
npoba c TybepKyanHOM)

O MUKobakmepuos snie2Kux

O UMMyHOOeguyumHoe cocmosHue (HeobxoO0umMa KOHCYyAbMayus 8paya UMMYHO0/1024
(annepeonoza-ummyHonoza) (Mpuem  (OCMOTP, KOHCy/AbTauus) Bpada-ansiepronora-
MMMYHONOra NepBUYHbIN), onpedeneHue yposHeli UMMYHO02106yAUHO8 OCHOBHbIX KAaCCO8
(G, M, A E) (AccnepoBaHue YpOBHA WMMMYHOINOOY/IMHOB B KPOBW), @ Makxce, o
MOKA3aHUAM, cybKnaccos ummyHoznobynuHos (ViccnepoBaHe MOHOKIOHANbHOCTU JIETKUX
uenei MMMYHOr0BYNIMHOB B KPOBM METOAOM MMMYyHODUKCauum), yposHa u ¢yHKuuu T
knemok (WccnepgoBaHne CD4+ numooumTos), B Knaemok, ¢hazoyumosa (UccneposaHue
darounTapHOM aKTUBHOCTM JIEMKOLUTOB nNepudepmnyeckon KpoBM METOAO0M MNPOTOYHOM
UMTODNYOPUMETPUN), KOMITOHEHMO8 KomnaemeHma(iccnefoBaHme YPOBHA KOMNAEMEHTA U
ero ¢pakuuiti B KPOBM), ecmecmeeHHbIX Kunanepos, mecmsl Ha BUY (MonekynspHo-
buonornyeckoe nccienoBaHNe KPoBM Ha BUPYC MMMyHoaedumumTa Yenoseka BUY-1 (Human
immunodeficiency virus HIV-1)));

O Mepsu4HaA YuauapHAs OUCKUHEe3Us — XApaKmepHsle KAUHUYEecKue nposAsaeHus (mpuada
KapmazeHepa y nonosuHel nayueHdmos [1L/]: xpoHuuyeckull 6POHXUM, XPoHU4YecKuli
CUHycum, obpamHoe pacronoXeHUe BHYMPEHHUX Op2aHO8) €8emMoBAas U 3/eKMPOHHAA
MUKpocKonua 6uonmama cauzucmodli 060/04KU HOCa u/unu BPoHXA, KaK CKPUHUH2-Memoo
moxcem b6bimb UCMOMAL308AHO UCCIe008a0HUE YPOBHA OKcuda a3oma 8 8bl0bIXaemMom
Ha3anbHOM 8030yxe (OnpefeneHWe ypoOBHA OKCMZa a30Ta B BblAbIXaemMom Bo3ayxe) (v
bonbwWUHCMBA nayueHmMos ¢ nepsu4Holi yunuapHol AuckuHesueli - cHuxceH) (cm. KP no
OKA3aHU MeduyuHcKol nomouwu 0emsam c nepsudHoll yunuapHol uckuHesueli);

O aCcnuUpayuUoHHble npouyeccsl (aycKynemayus 00 U nocrae KopmsaeHUs (AycKynbTaumsa npwu
3aboneBaHUAX NErkMx M BPOHXOB);, KOHCYyaAbmayusa eacmposHmeposaoza (Mpuem (ocmoTp,
KOHCY/NbTaUMA) Bpaya-racTposHTEpOsiora MEPBUYHbIN), a Makie mpaxeobpoHXOocKonusa U
330¢ha202acmpodyo0eHOCKOMNUSA C Kpacumenem).

o AbJIA (Bbicokuli yposeHb obujezo ummyHoznobynuHa E (IgE), a makxce 3HayumesnbHoe
nossiweHue (8 2 pasa) cneyugudeckux IgE u IgG Kk Aspergillus fumigatus,( OnpeaenexHvne
aHTUTeNn K rpubam poaa acneprunnbl (Aspergillus spp.) B KpoBWM) 803MOMCHO nposedeHue

KOMX(HO20 mecmuposaHus ¢ aHmuzeHom Aspergillus fumigatus)

3 JleyeHne, BKJIKOYASI MeIUKAMEHTO3HYIO M HEMEIUKAMEHTO3HYIO Tepanumu,
AMETOTEPANNI0, 00e300/1UBaAHNE, MEAUIUHCKHE OKA3AHUS U

HpOTI/IBOHOKa3aHHﬂ K HpHMeHeHI/IIO METOA0B JICUCHUA
o Hpo6neMa 6pOHXO3KTaTI/I‘{eCKOI>'I 0oJie3HU HaXOAUTCAd Ha CTBIKC HHTCPCCOB ICAUATPOB U

TepaneBToB. M3BecTHO, uTO OpOHXOPKTaTHUecKass Oo0Jie3Hb, IUArHOCIHUPOBAHHAS Yy B3pPOCIBIX,

HEPCAKO UMCCT CBOC HAYAJIO B ICTCKOM BO3pacCTe.




o JluHamudeckue HaOMIOACHHUS OOJBHBIX OpPOHXOIKTATUUECKOW OOJIE3HBIO HAa Pa3IMYHBIX
BO3PACTHBIX JTalax MoKa3ald, 4TO JIaXKe MPHU OJAroNMpHUsITHOM TEUCHUU 3a00JIEBAaHUS, OTYCTINBOM
KIIMHUYECKOM YIIYYIIEHUH, MOPQOJIOTHYECKHUE HM3MEHEHHUS B JIETKUX HE TIOJIBEpPraroTCs
oOpatHOMy pa3BuTHi0. OO0 3TOM CBHAETENBCTBYIOT PE3yJbTaThl,  IMOBTOPHBIX OpoHXOrpadui,
KoMibloTepHol Tomorpaduu. CoxpaHstomecss  MOPHOJOTHYECKUE HM3MEHEHHS SBISIOTCS
OCHOBOHW Uil TPOJOJDKEHHS] BOCIAIMTENBHOTO TIpolecca B OpOHXOJETOYHOW CHUCTEME IIpU
JOCTIDKEHHH OOJIbHBIMHU 3peJIoro Bo3pacTa. Bmecte ¢ TeM, mporpeccupoBaHusi OPOHXOJIETOYHOTO
mpolecca, pacpocTpaHeHuss OPOHXOIKTAa30B Ha paHee WHTAKTHBIE OTAEIbI JIESTOYHOW TKaHW Mpu
COBPEMEHHBIX aJIeKBATHBIX METOJAaX KOHCEPBATUBHOM Tepanuu 0ObIYHO He HalmoAaercs (3axapos
ILIT. , Posunoa H.H. 2001). DOTOT KOHTHUHreHT OOJBHBIX, KaK MPABUIIO, COXpaHSET

PaboTOCIIOCOOHOCTH U COLUATIBHYIO aAaNTALUIO.

o Ilpu neyennn OPOHXOIKTATUYECKOW OOJIE3HU B MOCIETHUE TOABI MPEANOUYTEHHE OTAACTCA
KOHCEPBATUBHBIM METOJaM Tepanuu, KOTOpble HamlpaBlieHbl Ha TMOJaBleHUE HHPEKIUU U
BOCCTAHOBJICHHE OpPOHXMATBHON MPOXOAMMOCTH. JleueOHasi TakTHUKa 3aBUCUT OT BBIPAXKEHHOCTU
KIIMHUYECKUX TPOSIBJICHUN 3a00JieBaHMs, a TaKXke JIOKAJIW3AlMd U PaclpoCTPaHEHHOCTH

MOP(OJIOTHUECKUX U3MEHEHUN B JIETKUX.

Llenvio mepanuu npu bD aensemcsa npedomspaujenue 060CmMpeHUll  XPOHUUECKO20
UHPDEKYUOHHO-80CNATUMENIHO20 — npoyecca, U,  npedomepawjeHue Uil  3ameoneHue
npozpeccuposanusl OoNesHU, Yryyulenue KIUHU4ecKko20 COCMOosSHUS U Ka4ecmea HCU3HU nayueHma ¢
bpoHxosKmazamu.

B Hacmo:Aulee epemsa Hem eOUH020 MHEHUS O 6edeHUlU nayuennoes c¢ 6p0Hx03Kma3aMu 6

pasnvlx cmpanax [14].

. Pexomennyercs mpu BD mpoBOAWTH JieYEHHWE COTJIACHO YCTAHOBJIICHHOH JTHOJIOTHH
3a00/I€BaHUS.

(YYP - C, VIIJI - 2)

. [Tpu nerkoM TeueHUH OPOHXOIKTA30B (OTCYTCTBHE KPYIJIOTOJUYHBIX CHMITOMOB, PEIKUE
O6OCTpeHI/I$I) B3pPOCJIbIC OOJILHEBIE HE HYXJAlOTCA B C)KCI[HCBHOﬁ HeKapCTBCHHOﬁ TCpalu "
CXKECAHCBHOM HCIIOJIb30BAHUHN MCETOJJUK 6pOHXI/IaJ'ILHOFO KIIMpCHCA, TaKas TCpalunsid HCO6XO,£[I/IM8.
TOJILKO BO BpeMst oboctpenus [Chalmers J.D., Aliberti S., Blasi F. Management of bronchiectasis in
adults. Eur.Respir.J. 2015; 45: 1446-1462; DOI: 10.1183/09031936.00119114].




KommenTapuu. OppeKkTHBHOCTb TaKOTr0 MMOAX0/1a HE U3y4alach B KIMHUYECKUX UCCIIEIOBAaHUIX, a
B JINTEpAType OTCYTCTBYET J0Ka3zaTelibHas uH(opMalus o ero neiecoodpasnoctu. Tem He MeHee,
OH TIO3BOJIIET CTPYKTYpHUpPOBAaTh JOCTATOYHO OOJNBLIION OO0BEM Tepamuu, NpeisiaraeMou s
JiedeHus OOJIbHBIX ¢ OPOHXO0IKTa3aMH M CHU3UTh PUCK M3IUIIHUX HA3HAYEHUI 1 HEOOOCHOBAHHOTO

IIPUMEHCHUSA METOA0B HeKapCTBeHHOﬁ TEpaIinu.

3.1 KoncepBaTuBHOE JieUeHHE

3.1.1 Omka3z om Kypenus

o Kypsium G0NbHBIM ¢ OPOHXOIKTa3aMH PeKOMEHayeTcss oTkas oT Kypenus [Chalmers J.D.,
Aliberti S., Blasi F. Management of bronchiectasis in adults. Eur.Respir.J. 2015; 45: 1446-1462;
DOI: 10.1183/09031936.00119114  Chalmers J.D., Goeminne P., Aliberti S. et al. Derivation and
validation of the bronchiectasis severity index: an international multicentre observational study. Am
J Respir Crit Care Med 2014; 189: 576-585]. YYP - C, VJI/1 -5

Kommenmapuu. Oxono 7 — 18% OGonbpHBIX ¢ OPOHX0IKTAa3aMU — aKTUBHBIE KYPHIIBIIUKH, TI03TOMY,
KaKk M IpH JI000M XpOHUYECKOM OpOHXO-JIETOYHOM 3a00JIeBaHUHU, KYypSAIIUM OOJIBHBIM C
OpOHXO0JKTa3aMHu CJeAyeT HACTOATEIbHO PEKOMEHIOBAaTh OTKa3 OT KypeHus [Chalmers J.D.,
Aliberti S., Blasi F. Management of bronchiectasis in adults. Eur.Respir.J. 2015; 45: 1446-1462;
DOI: 10.1183/09031936.00119114  Chalmers J.D., Goeminne P., Aliberti S. et al. Derivation and
validation of the bronchiectasis severity index: an international multicentre observational study. Am
J Respir Crit Care Med 2014; 189: 576-585].

3.1.2 AHTUMHKPOOHAsl Tepanus

3.1.2.1 O6uue NpUHIUIBI AHTUMUKPOOHOI Tepanuun

o PGKOMGH)IYCTCH MMPOBCACHUC CHCTEMHOH aHTHGaKTepHaHLHOﬁ TCpalu I1pu 06OCTpeHI/II/I
XPOHUYECKOTO OPOHXOJIETOYHOTO TPOIlecca HIJIM TPHU BBISBIECHUU BO30YIUTENH PECTUPATOPHOM
I/IHCI)CKI_II/II/I B KOJIMYECTBE Ooiee 103_4 KOJ'IOHI/IeO6pa3YIOH_II/IX CAUHULl TIpU IUIAHOBOM
MUKpOOUOIOrHYecKoM uccneaoBanuu [1,2,3,4,5,7].

o VY B3pocnbIx O0NBHBIX OPOHXO’KTAa3aMU CUCTEMHAas aHTHOAKTepuaibHasl Tepanus MmoKazaHa
Ipu KIIMHUYCCKUX CHUMIITOMAaxX O6OCTpCHI/I}I (yBCJ'II/I‘-IeHI/Ie o0BeMa MOKPOTBI, YCHUJICHHUC THOMHOT'O
XapakTe€pa MOKPOTEI. IMOBBIICHUE TEMIICPATYPhI TCJIa, CUCTEMHBIC BOCIAJIUTCIIBHBIC peaKHI/II/I)
[Rosales Mayor E, Menendez R, Alcaraz-Serrano V, et al. Pneumonic vs. non-pneumonic
exacerbations in bronchiectasis. Eur Respir J 2016; 48: OA279. Rademacher J, Ringshausen
FC. Prevention and treatment of exacerbations of non-CF bronchiectasis. In: Blasi F, Miravitlles M,

eds. The Spectrum of Bronchial Infection (ERS Monograph). Sheffield, European Respiratory



Society, 2013; pp. 127-136. Ni Y, Shi G, Yu Y, et al. Clinical characteristics of patients with
chronic obstructive pulmonary disease with comorbid bronchiectasis: a systemic review and meta-
analysis. Int J Chron Obstruct Pulmon Dis 2015; 10: 1465-1475.  Yang DH, Zhang Y'Y, Du PC,
et al. Rapid identification of bacterial species associated with bronchiectasis via metagenomic
approach. Biomed Environ Sci 2014; 27: 898-901. Hill AT, Haworth CS, Aliberti S, et al.
Pulmonary exacerbation in adults with bronchiectasis: a consensus definition for clinical research.
Eur Respir J 2017; 49: 1700051.]. (YVP - B, Y1/ - 2)

Kommenmapuu. IlpucyTcTBHe THOWHOW WIIM CIIM3UCTO-THOMHOW MOKPOTHI JIUOO BHICEBAHHE B
MOKpPOTE MaTOT€HHBIX MHUKPOOPTaHU3MOB 0€3 KIMHUKO-Ia00paTOPHBIX MPU3HAKOB 00OCTpEeHHs HE
SIBJISI.TCS TIOKA3aHMWEM K Ha3HAYCHUIO aHTHOakTepuaibHOi Tepanuu [Pasteur M.C., Bilton D., Hill
A.T. et al. British Thoracic Society guideline for non-CF bronchiectasis. Thorax.2010;65Suppl 1:i1-
58. doi: 10.1136/thx.2010.136119.].

. Pexkomenmyemasi AUTENPHOCTh AHTHOAKTEPUAILHOW TEPalMM y B3pPOCIBIX OOJNBHBIX C
OpoHXO03KTa3zaMu Mpu 00ocTpeHuH (PU OTCYTCTBUHU 0COOBIX 00cTOsATENbCTB) — 14 aueit [Polverino
E, Goeminne PC, McDonnell MJ, et al. European Respiratory Society guidelines for the
management of adult bronchiectasis. Eur Respir J 2017; 50: 1700629. Hill AT, Haworth CS,
Aliberti S, et al. Pulmonary exacerbation in adults with bronchiectasis: a consensus definition for
clinical research. Eur Respir J 2017; 49: 1700051.]. (YYP - C, Y/ - 5).

Kommenmapuu. IlpsMble noka3zaTenbcTBa 0osiee BBHICOKOH 3(PQPEKTUBHOCTH MPOJIOHTHPOBAHHBIX
(14 — 21 nHeil) KypcOB CHCTEMHBIX AHTUOMOTHUKOB IpPH OOOCTPEHUH Y B3POCIBIX OOJNBHBIX C
OpOHXO03KTa3aMU OTCYTCTBYIOT. DKCHEPThl HE MCKIIIOYAIOT, YTO B OTAEIBHBIX CIIydasX BO3MO>KHBI
Ooslee KOPOTKHE KypChbl CHUCTEMHOW aHTHOAKTepUalbHOW Tepanuu, HampuMep NpU JIETKUX
obocTpeHusix 700 OOOCTPEHMSIX, BBI3BAHHBIX BBICOKOUYBCTBUTENBHBIM K BbIOpaHHOMY
AHTUOMOTUKY MHUKPOOPTaHM3MOM, Hampumep Streptococcus pnenumoniae, nubo mpu ObICTPOM
KYIUPOBaHUU CHUMIITOMOB O0OCTpeHMs Ha (oHEe aHTHOAKTepHabHOM Tepamuu, OJHAKO ATOT
BOIIPOC HE MCCIENOBAJICA Ha JOCTaTOYHOM [JOKa3aTelIbHOM YpOBHE. B mpoTHBONONOXKHON
CUTyallud, Korjga >(QQexT oT aHTHOaKTepualdbHOM Tepamuu B TeueHHe 14 1HEHl OTCyTCTBYeT,
PEKOMEHyeTCsl IOBTOpHAs OIEHKAa KJIMHMYECKOTO COCTOSHHSA TAalllieHTa U [OBTOpHBIE
OakTepuosiornueckue ucciaeaoBanusi MOKpoThl [Polverino E., Goeminne P.C., McDonnell M.J. et
al. European Respiratory Society guidelines for the management of adult bronchiectasis. Eur.
Respir. J. 2017; 50: 1700629 (https://doi.org/ 10.1183/13993003.00629-2017].

KommenTapuii:  npomueonoxkazanusa «x  npogedenuro  anmubAKmepualvHol  mepanuu

onpe()eﬂﬂiomwz y Kaotc00o2o KOHKpemHOocO nayuenma u 3sasuciam om um)ueudyaﬂbﬂoﬁ
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HenepeHocuMocmu (8 mom uHucie ailepeudeckue peaxkyuu), XxXapakmepa Conymcmeyrouux

3a601e8aHUll (21a8HbIM 00PA30M 3a001€8aHUA NeYeHU U NOYeK) U 803pacma nayuenma.

Boioop nexapcmeennvix cpedcme y Oemeil u 83pOCAbIX ONpeoesiemcs. 8UOOM 6030youmeis,
BbIABNIEHHO20 )  NAYUEHMA; YY8CMBUMENbHOCMbIO  6030youmens (in  Vitro) K OAHHOMY
anmubaxkmepuaibHoMy — npenapamy,  ¢hazou  3ab6oneeanusi  (0OOCmMpeHus ~—  peMUCCus);
NPOOONANCUMENTLHOCbIO  UHPEKYUOHHO20 — npoyecca  (XpOHuueckas uMpexkyus — enepsvie
8bIsABNIeHHbIU  6030youmeny). Kak npasuno, y 0OorvuuHcmea nayueHmos ¢ OPOHXOIKMA3aMu
npenapamom  6bloopa  AGNAEMCA  AMOKCUYULIUHtKIA8YIaHo8as —Kucioma™** | oOanee no

npeonoumumensrocmu ciedylom yeganocnopunst 2-3 nokonenus [1,2,3,4,5,7].

Buioop nymu eeedenusn onpeoensemcs: 6UOOM 8030yOumens, 8blA6IeHHO20 V nayueHma, ¢Gasou
3abonesanusi (00OCMpeHUss — pemuccus); NPOoOOIHCUMENbHOCIbIO UHPEKYUOHHO20 Npoyecca
(xponuueckas uHgexyus — enepsvie BblsAGIeHHIL 8030Y0UmMeNnb); MeCmoM OKA3AHUS MEOUYUHCKOU
nomowu  (ambyramopwas — — — CmMAyuoHapHas),  Ipgexmusnocmvio  npeduiecmsyrouel
anmubaxkmepuaioHol — mepanuu.  Bo3modxcno  npumeHeHue — CMyneHYyamoz2o — Memood
anmubaxmepuanivrol mepanuu. Ilayuenmam ¢ yacmolmu 060CMpeHusmMy /Ui npocpeccupyioujem
VXYOUleHUY  J1e204HOU  (PYHKYUU  PeKOMEeHOYIOmcs — Onumenvhvie  KYpCbl — AHMUMUKPOOHOU

mepanuu[3,4,5,7].

Ouyenka ¢phexkmusnocmu neuenus: KIUHUYECKU (CUMNMOMbBL UHGEKYUOHHO20 npoyecca —
JUXOPAOKA, Xpumvl 6 Je2KUx) u no OAHHbIM MUKPOOUONIO2UHECKO20 UCCAe008aHUs (Ipadurayus

4
8030youmens, nepcucmuposauue, cynepun@exyus, CcHudiceHue e6vloeneHus 6030youmens <lI0

KOJIOHUe0Opazyowmux eOuHuy u m.o.).

Ouenka 6e3onacnocmu 1e4enHus: 3asUcum om npuUMeHsemo2o iekapcmeennozo cpeocmea (JIC) u

npoeodumc;z C yUemom 603MOIHCHIX HEHCETIAMETIbHBIX JIEKAPCNIBEHHbIX peaxuuﬁ.

Tabanua Tepanua o60CTpeHMit NPy BPOHXO3KTa3ax U PEKOMEHAYyEMble NPOTUBOMUKPOBHbIE
npenapaTbl:4eTH - B3pOC/ble.

Opranusm Pexomennyemas tepanus | Ilponomku- | Pexomennyemas Tepanus BTOpoi IIponomxu-
TIEpBOH JTMHUH TEJIBHOCTh JIVHUAU TENBbHOCTh
JICYEeHUS JIeYeHUS
Streptococcus Bapocnbre : 14 nueit Hoxcumukmma 100 M 1Ba pasa B 14 nueii
pneumoniae AMOKCULIAIIIINH JIeHb
ITHeBMOKOKK 500 mr Tpu pasa B JIeHb
Hetn : 60-90 Mr/KT B TpH 14 nuent 14 nueit
nprema
Moraxella Bspocabie : 14 nueit Knapurpomuuun 500 mr aBa paza 14 nueit
catarrhalis AMOKCHUIIMIIJIAH C B JIEHD
KJIaBYJIaHOBOW KUCIIOTOM Wnu




625 110 01HO# TabIETKE Hoxcumukmma 100 M 1Ba pasa B
TpH pasa B JICHb JICHb

Nm

Hunpodimoxcanua 500 mr wm 750
MT JIBa pa3a B JICHb

Jletu ¢ maccoii Tena 1o 45 | 14 gueit
KT B IIEPBEIH JIeHb - 4
MTI/KT, B IOCIICIYIOIINE
IIHU - 2-4 MI/KT.

Jetsam ¢ maccoii Tena

Knaputpomunud 15 mr/kr (B 2 14 nueit
preMa)

Hoxcunmknun Jletu ¢ maccoit Tena
10 45 KT B TICPBBIN JICHB - 4 MI/KT,
B MOCJICYFOIIUE JTHU - 2-4 MI/KT.

bonee HeTsim ¢ Maccoit Tena 6oee
45 KT - KaK B3pOCIBIM 45 KT - KaK B3pOCIBIM ( B 2
preMa)
Komugopmusie ITepopansrO 14 nueit BryTtpuBeHHO 14 nueit
OakTepud, Hunpoduokcanun 500 Mr Hedrpuakcon 2r oauH pa3 B 1€Hb
HaIlpumMmep, JiBa pa3a B JieHb uiu 750
KJIeOCHEILIbI, MT /IBa pa3a B JICHb
SHTEPOOAKTEPUH. Hetu 14 nuei Hedrpnakcon™* 14 nuew
Hunpodmokcanuy #<1 50-80 mr/kr
Mmec. 30 MI/kT; 1-2 pasza

>1 mec. 40 mr/kr (750 mr -
Makc.) 2 pasa

Hern 14 naen

Hunpodokcanux

BHYTpUBEHHO 10 Mr/KT 2

pasa

AHTubakTepuanbHas Tepanus npu bO

bakrepuanbHbIil ObocTpenue Jierkoii-cpeaneii crenenu OdocTpeHue 0T yMepeHHOMH 10 TSKeI0i
MaTOTeH Ts2KeCTH (opajibHasi Tepanus) CTEeNeH! THAKeCTH (BHYTPUBEHHASI Tepanusi)
Havanbnas Jletr: AMOKCUITMIUIMH, AMOKCHITUJUIHH- Jletu u B3pocible: AMIUIMIUINH,
IMIMpPHYEcKas KnaBymnanat Ledorakcum mim Ledrprakcon

Tepanus*® (AMOKCUITIIITH, AMOKCUITUJUTAH-

B3pocieie: AMOKCHITIUINH, KiaBynanat nim Ledypoxcumi)
AMokcunmvH-KnaBynanat uim
JIOKCUITUKITHHT Hetu u B3pociele: [Tunepanuinut-
Tazobakram,

Hetn u B3pocusie: Lumnpodnokcaryn, ecnu | TukapuwnmiH-KiraBynanaT uin
P.aeruginosa B coBpeMeHHOH KYJIBTYpE. HedTazumum+todpaMunnH§ B ciryyae
TsDKeNoi popmel uiu P. aeruginosa B

COBPEMEHHOH KYJBTYpE.

Cneunduueckue Bo30yaurean

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

AMOKCHUIIAIIINH
AMokcunnuiH-KnaBynanat win
JoxcuruknuH T

AMmunumiH (AMOKCUITMIUTHH )
Hedorakcum niu LepTprakcon
(AmoxcummumH-KinaBynanar wim

edypoxenm ),

S. pneumoniae

AMOKCHIIAIIINH

Benzunnennnwiane G, AMIALMILIAH
(AmokcumnH 1)

M. catarrhalis

AmoxkcuumminH-KnaBynanat

Ledorakcum mmm Ledrprakcon
(AmoxkcurmumH-KitaBynanart wim

Hedypokcumom 1)

S. aureus

MRSA

Ju- /OmyKIoKCanuLIHH

Kak npu MmykoBucIuose

(DJ'IyKJ'IOKCaIII/IJ'IJ'II/IH

Kak mpu MmykoBucujaose

P. aeruginosa

unpoduokcanys (He 6onee 14 nHeit)

I[CTI/I 1 B3pOCJIBIC:




[MuneparnmminaTazobakTaM, TUkapIHITHH-
KnaBynanart nnu
HedTazunnm + ToOpamMunH§

NTM OO6partuTech 3a KOHCYNbTAIHEH K OObpatuTech 3a KOHCYIIbTAIHEH K
CIICLIHATINCTY -(QTH3HATpPY, CM pas3zieln CIICLIHAIIICTY -OTU3NATPY, CM pa3en

[punoxenne 3: AnuTenbHble peXKUMBI IPHEMa aHTUOMOTHKOB

IIpenapar IIyTts BBEACHUS JHo3a - B3pocisle
I'enramMuniuH Yepes HeOymaiizep 80 Mr n1Ba pa3a B JICHb
Tobpamuix Yepes HeOynaiizep 160 Mr 1Ba pa3a B JICHb
Tobu® Yepes HeOynaiizep 300 mr nBa pasa B JIeHb
Konuctumerar HaTpust Yepes HeOynaiizep 1-2 muH.en. 1Ba pa3a B JieHb
OpUTPOMULIMH IIepopanbHO 250 Mr fBa pa3a B JICHb
A3UTpOMHLIUH IIepopanbHO 250 Mr TpH pa3a B HEJIENIO
JOoKCUIIMKINH IIepopanbHo 100 Mr oauH pa3 B IeHb
AMOKCHIIMJIIUH IlepopanbHo 250 mr 1Ba pasa B IeHb
AMOKCHITMIIIIMH C KJIaBYJIaHOBOH IlepopanbHO 375 Mr aBa pasa B JIeHb
KHCIIOTOI

IIpumeyanue :

* TIoMUMO KITMHUYECKOM TSDKECTH, HauallbHas SMIIMPUYECKAst TEPAITHS TAKIKE ONMPEACIISICTCS MPEIbLIYIIMMU
pe3ysbTaTaMy TIOCeBa U3 HIDKHUX JIbIXaTeNbHBIX MyTel (MokpoTa, BAJI/cMBIBBI Tpr OPOHXOCKOITNH),
MECTHO# YyBCTBUTEILHOCTBIO K aHTHOMOTHKAM U MPEABIIYIIMMH OTBETAMH Ha JICUCHUE aHTUOMOTUKAMU. Y
JeTel Py OTCYTCTBUH PE3yJIbTaTOB MPEABIIYIIEro MOCeBa U3 HIKHUX JbIXaTeIbHBIX MTyTel Ha3HaYaeMast
SIMITUPUYECKast aHTHOAKTEepUalibHas Teparus 10/oKHa ObITh akTUBHOM tipotB H. influenzae, S. pneumoniae
u M. catarrhalis.

~ HeoOxoauMa KOHCYIbTAIHS KIMHHYECKOTO (papMaKosIora, eClii B aHAMHE3€ HMEeTCs
TUIEePYYBCTBUTEIFHOCTD K aHTHOMOTHKAM HIIH CEPhe3HbIe TTO00UYHBIE 3(D(PEKTH aHTHOMOTHKOB, a TAKKE
KOT/Ia MOTYT BO3HHKHYTh CEphEe3HbIC JIEKAPCTBEHHbIE B3aMMOJICHCTBUS. B 9aCTHOCTH, MOMKHIIBIM JIFOJISIM
CIIEIyeT C OCTOPOKHOCTBIO HA3HAYATh aMUHOTIIMKO3H/IBI, MAKPOIUIBI H (PTOPXUHOJIOHEI.

T I[OKCI/ILII/IKJ'II/IH MPUMCHSCTCA TOJIBKO Y B3POCJIbIX U IOAPOCTKOB.

§ Xorst neuenne nHGEKINH, BEI3BaHHO# P. aeruginosa, ¢ moMoriso KOMOMHUPOBAHHOI Tepanuu Oera-
JIAKTAMOM U aMUHOTJIMKO3UIHBIMH aHTHOMOTHKAMHU HE AA€T OMOJHUTENbHBIX KIMHUIECKUX NTPEUMYIIECTB
U CBSI3aHO C OOJIBIIIMM KOJIMYECTBOM MOOOYHBIX 3(P(PeKTOB, YeM HCIIOIB30BaAHUE OHOTO OeTa-JTaKTaMHOTO
ABII, posnb Tepamin 0HOro OeTa-1akTama ajs P. aeruginosa u Ipyrux pecnupaTopHbix nHdeKuuii He
noka3ansl. [Ipu 0OHApYKEHUH TOIMPE3UCTEHTHBIX IITaMMOB P. aeruginosa mo-npexHemy cieayer
MPUMEHSTh KOMOMHUPOBAHHYIO TEPAITHIO.

4 Jleuenne MRSA 11poBoANTE B COOTBETCTBUM C UyBCTBUTENBHOCTHIO K ABII. TpeOyercs KoHCyIbTaIUs
KJIIMHUYECKOro (papMakosiora. PemieHue o TOM, KOria JICYMTh MUKOOAKTEpHO3 JIeTKUX U kakue ABIT
WCTIOJIb30BaTh, OCIIOXKHSAETCS BBICOKMM YPOBHEM YCTOWYMBOCTH K aHTUOHOTHKAM, ITPOSIBIISIEMBIM 3TUMHU
ITaMMaMH, ¥ HEOOXOAMMOCTBIO IJTUTEIHHBIX TEPAEBTUIECKIX KyPCOB, BKIIFOYAIOIINX HECKOIBKO
komOmHanuit ABII, kotopsie MoryT BbI3BaTh HIIA

3.1.2.2 Anmumuxpoonas mepanusa npu unguyuposanuu Pseudomonas aeruginosa

. [Tpu xpouundeckoit kosonu3zanuu Pseudomonas aeruginosa (MosekysipHO-OHOIOTHYECKOE
HCCIIeI0BaHKe OPOHX0ATbBEOIIPHOM JTABAKHOU KUIAKOCTH, MOKPOTBI, SHI0TPAXeaTbHOTO acupaTa

Ha Pseudomonas aeruginosa) y TMalMEHTOB C OPOHXOJKTAa3aMH PAa3IUYHON ITHOJIOTHU



https://www.webmd.com/lung/lung-diseases-overview

pEKOMEHAyeTCsT  OPUACPKUBATHCA  IPUHIUAIIOB  TEPANUM  AaHAJOTMYHBIX  TAaKOBBIM  IIpH
MyKoBucuuaose [4,5,7].

. (YYP—C, VI - 2)

KommenTtapuii: cu. KP no oxazanuro MeOUYuHcKol nomouwju Oemsim ¢ KUCMO3HbIM Puopo3om
(MyKOBUCYUOO30M).

° B3pocnbiM 00iBbHBIM ¢ OpOHXO3KTa3aMH, WHGHUIMPOBAHHBIMU WM HE MH(PUIMPOBAHHBIM
P.aeruginosa, mpu dYacTeix o0OOCTpeHHSX (HE MEHee TpeX OOOCTpeHH B TOA) H IPH
IMPOTHBOIIOKA3aHUAX, IIOXOH MMEPEHOCUMOCTH, HCIOCTYITHOCTH 501041 HC,Z[OCT&TO‘IHOﬁ
5(GGEKTUBHOCTH HMHTASIUOHHBIX AHTUOMOTHKOB, a TaKXe TMPH XPOHUYECKOW HHOEKIUu
P.aeruginosa BMECTO HJIM B OOINIOJHCEHHUEC K HHTAIIAIHUOHHBIM aHTI/IGI/IOTI/IKaM, €CJIN Ha Uux (bOHe
COXpPaHACTCA BBICOKAsd 4YacCcTOTa O6OCTpeHI/II71, MOXCT Ha3HA4YaTbCd  AJIUTCIIbHAA  TCpalinsa
makponugamu [Altenburg J., deGraaff C.S., Stienstra Y. et al. Effect of azithromycin maintenance
treatment on infectious exacerbations among patients with non-cystic fibrosis bronchiectasis: the
BAT randomized controlled trial. JAMA.2013;309(12):1251-1259. doi: 10.1001/jama.2013.1937.
Wong C., Jayaram L., Karalus N. et al. Azithromycin for prevention of exacerbations in non-cystic
fibrosis bronchiectasis (EMBRACE): a randomised, double-blind, placebo-controlled trial.
Lancet.2012;380(9842):660-667. doi: 10.1016/S0140-6736(12)60953-2. Serisier D.J., Martin
M.L., McGuckin M.A. et al. Effect of long-term, low-dose erythromycin on pulmonary
exacerbations among patients with non-cystic fibrosis bronchiectasis: the BLESS randomized
controlled trial. JAMA. 2013;309(12):1260-1267. doi: 10.1001/jama.2013.2290 Li W., Qin Z,,
Gao J. et al. Azithromycin or erythromycin? Macrolides for non-cystic fibrosis bronchiectasis in
adults: A systematic review and adjusted indirect treatment comparison. Chron. Respir. Dis. 2018;
12:1479972318790269. doi: 10.1177/1479972318790269. Asnees C.H., KapueBckas H.A.
IlepBblif  OMBIT  MCMONB30BAaHUS ~ HEOYIU3UPOBAHHOIO  TOOpPaMHUIMHA TNpU  OOOCTPEeHUHU

oponxoskTa3oB. [Tyasmonomorus. 2011; 4: 133-138]. YYP C, VI 2.

Kommenmapuu. B uccnenosanun EMBRACE tepanus azutpomunmaom 500 mr 3 pasza B Hen B
Te4eHHe 6 Mec CHM3MJIA 4acTOTY 00OCTpeHH, TpeOoBaBIINX aHTUOAKTEPUAIIbLHON Tepanuu, MOYTH
Ha 2/3 (0,59 sn130/10B Ha OTHOTO OOJBHOTO B TPYIIE a3UTPOMUIMHA U 1,57 3MHU30/10B HA OJJHOTO
O6onpHOrO B rpymme miane6o). IddekT asuTpoMUIMHA COXpaHsUICS B TeYeHHe 6 Mec mocie
3aBepmenust Tepanuun [Wong C., Jayaram L., Karalus N. et al. Azithromycin for prevention of
exacerbations in non-cystic fibrosis bronchiectasis (EMBRACE): a randomised, double-blind,
placebo-controlled trial. Lancet.2012;380(9842):660-667. doi: 10.1016/S0140-6736(12)60953-2.].
B uccnenosanun BAT uepes 12 mec Tepanuu a3uTpOMHUIMHOM B j103€ 250 MI/CyT 4ncio GOIbHBIX,
nepeHecunx xotst Obl oJHO obocTpeHue, cocrtaBuiio 46,5% mno cpaBHenuto ¢ 80% B rpymme

mranedo, 4TO COOTBETCTBOBAIO CHUXKEHHIO pHcka oboctpenmii Ha 34% [Altenburg J., deGraaff
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C.S., Stienstra Y. et al. Effect of azithromycin maintenance treatment on infectious exacerbations
among patients with non-cystic fibrosis bronchiectasis: the BAT randomized controlled trial.
JAMA.2013;309(12):1251-1259. doi: 10.1001/jama.2013.1937.]. B wuccienoBanuun BLESS
0oJpHBIE ¢ OpOHXOAKTa3aMu Tosydainu sputpomMuniua 400 Mr 2 pa3a B JieHb B TeueHue 12 mec. K
KOHIly HCCIeIOoBaHusl 4yacToTa oOocTpeHuil cocraBuia 1,29 smu300B Ha OAHOro OOJILHOTO B
rpymnmne 3purpoMuiiuHa U 1,97 snu3010B Ha OJHOrO OOJNBHOTOB Tpymme Imanedo (OTHOLICHHE
mrancos 0,57, p = 0,003 ) [Serisier D.J., Martin M.L., McGuckin M.A. et al. Effect of long-term,
low-dose erythromycin on pulmonary exacerbations among patients with non-cystic fibrosis
bronchiectasis: the BLESS randomized controlled trial. JAMA. 2013;309(12):1260-1267. doi:
10.1001/jama.2013.2290.]. Mera-ananu3 ©6a3sl ganHbix Cochrane mokasan, d9TO, BIIEJIOM,
JUTUTENTbHAsT Teparusi MaKpOJIUAaMy TOCTOBEPHO CHU)Kaja YacTOTy OOOCTPEHHH MO CPaBHEHUIO C
mIanedo(oKka3areibcTBa CPEIHEro KadecTBa), OAHAKO HauOosiee 3(PQPEeKTHBHBIM OKazalcs
asutpoMuiiuH (otHomenue mancoB OR 0,23; 95%/JU 0,13 — 0,40), Torma kak sddekr
SPUTPOMHIIMHA HE OTIMYAICSA OT IuTanedo. ASUTPOMUIIMH TAaKXKe YBEIMYHMBAT BPEMS 10 Pa3BUTHUS
ouepennoro obocrpenus [Altenburg J., deGraaff C.S., Stienstra Y. et al. Effect of azithromycin
maintenance treatment on infectious exacerbations among patients with non-cystic fibrosis
bronchiectasis: the BAT randomized controlled trial. JAMA. 2013;309(12):1251-1259. doi:
10.1001/jama.2013.1937.]. B apyrom cucTeMaTHYECKOM aHAJIN3€ C UCIOIb30BAHHEM CTATHYCCKUX
METOJIOB HETPSIMOTO KOPPEKTHPOBAHHOTO CpaBHEHUsI IBYX BUI0B jeuenus [Li W., Qin Z., Gao J. et
al. Azithromycin or erythromycin? Macrolides for non-cystic fibrosis bronchiectasis in adults: A
systematic review and adjusted indirect treatment comparison. Chron. Respir. Dis. 2018;
12:1479972318790269. doi: 10.1177/1479972318790269.] Takke TMOAY4EHO JTOCTOBEPHOE
camxenue yactotel (RR0,45; 95% AN 0,36-0,55) u uncina o00CTpeHH 3a IEPUO]] UCCIIECTOBAHUS
(RR 0,64; 95% N 0,54-0,76) Ha ¢oHE ITUTENBHOI Tepamuud MaKpOJIUAAMH, OIHAKO aBTOPBI
OTMEYAIOT 3HAYUTENbHYIO HEOJHOPOJHOCTH B  pe3yiabTaTax HCCIEIOBaHUN, BEPOSTHO,
O0OyCJIOBJIGHHYIO Ppa3HbIMH pexumamu Tepanuu. [Ilpum anammze dvactoTbl obocTpeHuit >ddext
A3UTPOMUIIMHA W IPUTPOMHUIIMHA OBUT CXOJHBIM, JAHHBIC JJII POKCHTPOMHIIMHA OTCYTCTBOBAJIH;
OpU aHalu3e 4Yuciaa OOOCTpeHMH Ha OAHOro OOJILHOTO 3a MEepUoa HccieloBaHMN 3 ¢eKT
SPUTPOMHUIIMHA U POKCUTPOMUIIMHA ObLI cTaTucTUYecKu HenocToBepHbIM (0,87; 95%/11 0,68 - 1,11
u 0,66;95%1U1 0,41 - 1,06 coorBeTcTBeHHO) B oTimune oT azuTpommmmHa (0,52;95%/1 0,4 -
0,67). DTO MO3BOJMIIO aBTOpaM CHeJaTh BBIBOJ, YTO, XOTS BCE MAKpOJUAbl CHUXKAIOT YacCTOTY
o0ocTpeHuit OPOHX0IKTA30B, A3UTPOMHUIIUH MOKET OBITH O0Jsiee A (HEKTUBHBIM.

o B3pocnbiv 601bHBIM ¢ OpOHXO09KTa3aMH M XpoHUUeckol nHpeknueil P.aeruginosa, a Takxke
001bHBIM, He WH(MUIMPOBAHHBIM P.aeruginosa, mpu MPOTHUBOMOKA3aHUIX, HEIEPEHOCUMOCTH WITH

HCS(I)(I)CKTI/IBHOCTI/I NEepOpaAJIbHBIX AHTHOMOTHKOB MOJXKET Ha3HA4YaThCs MJINTCIIbHAsL TCparund
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HHTSIIIMOHHBIME aHTHOMOoTHKaMu [Brodt A.M., Stovold E., Zhang L. Inhaled antibiotics for stable
non-cystic fibrosis bronchiectasis: a systematic review. Eur. Respir. J. 2014;44(2):382-93. doi:
10.1183/09031936.00018414.  HaworthC.S., FowerakerJ.E., WilkinsonP. etal. Inhaled colistin in
patients with bronchiectasis and chronic Pseudomonas aeruginosa infection. Am. J. Respir. Crit.
CareMed.2014;189(8):975-82. doi: 10.1164/rccm.201312-22080C. Murray M.P., Govan J.R.,
Doherty C.J. et al. A randomized controlled trial of nebulized gentamicin in non-cystic fibrosis
bronchiectasis. Am. J. Respir. Crit. Care Med.2011;183(4):491-9. doi: 10.1164/rccm.201005-
07560C.]

YVP CB, YU 2.

Kommenmapuu. Y OO0JBbHBIX C HEMYKOBUCLHUJO3HBIMU OpOHXO03KTa3aMHM HHTAJISIUOHHBIC

AHTUONOTHUKHU IIPHUMCHATIOTCS Ha OCHOBAaHUU KIIMHUYECKOT'O OIIbITAQ, IMOJIYYCHHOI'O JJISL
MYKOBHUCIIMO3A. HpaKTI/I‘{eCKI/I BCC€ MHIaJIILIMOHHBIC AHTUOMOTUKHU 3HAYUTEIIHHO YMCHbBIIAIN PUCK
O6OCTpeHI/II71 y OOIBHBIX C HEMYKOBUCHUAO3HbIMU 6pOHX03KTaSaMI/I IIOCPAaBHCHUIO C
koHTposbHBIME Tpynnamu (RR 0,72; 95%JU 0,55 — 0,94, p = 0,02) [Brodt A.M., Stovold E.,
Zhang L. Inhaled antibiotics for stable non-cystic fibrosis bronchiectasis: a systematic review. Eur.
Respir. J. 2014;44(2):382-93. doi: 10.1183/09031936.00018414.]. Bpemst 0 pa3BUTHS OYEPEIHOTO
obocTpeHust cocTaBuiao 168 aHEH TpH JICYCHHH KOJIMCTHHOM 1O cpaBHeHHIO ¢ 103 aHsAMU B
rpynnax miane6o (p = 0,038) [HaworthC.S., FowerakerJ.E., WilkinsonP. etal. Inhaled colistin in
patients with bronchiectasis and chronic Pseudomonas aeruginosa infection. Am. J. Respir. Crit.
CareMed.2014;189(8):975-82. doi: 10.1164/rccm.201312-22080C.] u 120 mo cpaBHenuto ¢ 61,5
THSAMHU TpU JIEYCHUH TeHTaMHUIIMHOM Nu6o miamnedo cootBercTBeHHO (p = 0,02) [Murray M.P.,
Govan J.R., Doherty C.J. et al. A randomized controlled trial of nebulized gentamicin in non-cystic
fibrosis  bronchiectasis. Am. J. Respir. Crit. Care Med.2011;183(4):491-9. doi:
10.1164/rccm.201005-07560C.].

Opanukanust P.aeruginosa BO3MOXKHA TOJNBKO B Cilyyae HeAaBHEro wWHOuipoBanus. I[lpu
XPOHUYECKON MHPEKITUH dpauIupoBaTh P.aeruginosa kpaiiHe CII0KHO, IIO3TOMY B 3TO# CHUTyalluu
aHTHOaKTepUaIbHasl Teparus MPOBOJUTCSA C LEJbI0 CHU3UTh 0aKTEPUAIBHYIO HArPY3Ky B MOKPOTE,
YMEHBIINTh BOCHAJICHHE B JBIXaTeNbHBIX MYyTSAX W mpenotBpatuth oboctpenue [Dhand R.The
rationale and evidence for use of inhaled antibiotics to control pseudomonas aeruginosa infection in
non-cystic fibrosis bronchiectasis .J. Aerosol Med. Pulm. Drug Deliv.2018;31(3):121-138. doi:
10.1089/jamp.2017.1415.].

3.1.2.3 Aumubaxkmepuanvhas mepanus MuKodbaxKmepuosa
Muko06aKkTepro3 JeTKUX — XapaKTepUu3yeTcs HATMYNEeM KIMHUYECKUX /WU PEHTTCHOJOTHYECKIX

MposiBIEHUH  3a00jeBaHUS ¢ 00s3aTENbHOM  MHMKPOOHMOJOTHMYECKOH  HAeHTHU(HKAIeH

HeTyOepKyne3Hblx Mukobakrepuit (HTMB).
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JInarHoCTUYECKH 3HAYUMBIMU MHUKPOOMOJIOTHYECKUMU KPUTEPUSMU MHUKOOAKTEpHO3a SBISIOTCS:
MOJIOKUTETbHBIN pe3ynbTaT Ha HaTU4UWe KHUCIOTOYCTOWYMBBIX Mukobakrepuii (KYM) npu
MHKPOCKOIIMM  IpenaparoB ¢ oOkpacko 1o [lumo-HunbceHy wWiaM  JIFOMUHECHEHTHBIMU
kpacutensimu, oorapyxkenue [JHK HTMbB metonom TP, nanmuue pocra HTMb Ha nuTtatenbHbIX
CpeAax | MOATBEPXKACHUE OAHOTO U TOTO e BUJa MUKOOAKTEpHiA, KaK MUHUMYM U3 IBYX 00pa3loB
JUArHOCTHUYECKOr0 MaTepualla, HaJIu4Hhe pe3yibTaTa TeCTa JIEKAPCTBEHHOM YyBCTBUTEIBLHOCTH
HTMB [1, 2, 3, 4].

YYP-A, YA -2).
KommenTapum:

* TNPUOPUTETHBIM  SIBISIETCS  IMOATBEPXKACHUE/UCKIIOUEHHE  HAIMYMs ~ HETyOepKYJIe3HBIX
MHUKOOAKTEepUid B JMArHOCTHYECKOM MaTepHaje METOJaMH C MAaKCHMaJIbHOH JOCTYIMHOU
YyBCTBUTEIBHOCTHIO U CHELU(PUIHOCTHI0. UTOOBI MMHUMU3UPOBATh BEPOSITHOCTh PACXOXKICHUS B
pe3yspTaTtax, IIOJIYyYEHHBIX pPa3HbIMM METOJAaMH, KOMIUIEKCHOE HCCIIEJOBAHME  JOJKHO
IIPOBOJUTHCS U3 OAHOM HpPOOBI JMArHOCTHYECKOro Mmarepuaina. IIpu OTCYTCTBMM MOKpOTBHI WIH
HEBO3MOXXHOCTH COOpaTh MOKpPOTY (BO3pacT peOeHKa), MOryT HCCIEA0BaTbCs APYrue BUIbI
JMAarHOCTHYECKUX MaTepUasoB (CMbIB C POTOITIOTKH, IPOMBIBHbIE BOJbl OPOHXOB, aCIIUPALMOHHBIN
Marepual, Opam-oruomnTar)

B ciyugae obmapyxenus HTMB B nuarHocTudeckoM Marepuane HeoOXoIuMa KOHCYIIBTAIUs
CHEIMAIMCTa TI0 MHKOOAKTEPHO3aM C IIEJbI0 HAa3HAYCHHUS CXEMBI MPEMapaTOB M OINPEACICHUS
JUIUTEJIBHOCTHU JICUCHHUSI.

PekoMenayercs mnpu Ha3HAYEHUM JIEYCHUS MAUEHTaM C MHUKOOAKTEpHUO30M MPUMEHSTh
MepCOHAIM3UPOBAHHBIN MTOAXO0 ¢ yuetoMm [1, 6,7, 8,9, 10, 11, 12, 13]:

* TeCTa Ha JICKapCTBEHHYIO YyBCTBUTENbHOCT HTMDb;
* MAaCCHUBHOCTH M JUIUTEIILHOCTU OaKTE€PHUOBBIICICHHUS;

* CONYTCTBYIOUIMX  3a00JieBaHMH,  SABISIONIMXCS ~ NPOTUBONOKA3aHHEM K  Ha3HAYCHMIO
onpeneneHHbix rpynm ABII;

* BBIPQKEHHOCTH KJIMHUYECKUX NPOSABICHUN (IMXopaaka, Kalelb ¢ MOKpPOTOM, OBIIIKA,
KPOBOXapKaHbe U JIp.);

* PEHTTeHOJOIMYECKMX H3MEHeHHMH (o4arv, WHQUIBTPAaTUBHBIE W3MEHEHMs, IOJOCTH pacraja
JIETOYHOM TKaHM);

* nepeHocumoctu ABII.
YYP-C,¥YA1-5).

AHTI/I6aKTepI/IaHLHLIe npenaparel, IMPUMCHSACMBIC Y MAIMCHTOB C MI/IKOGaKTCpI/IOBOM, BBI3BAHHBIM
Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC)
MMpEACTABJICHBI B Ta6n1/1ue ... o, d3Ha4YUMBIC MOOOYHBIE B(I)(I)CKTBI U MCTOJbI UX KOHTPOJISA OITMCAHbI
B Ta0InIIEe

AHTI/I6aKTepI/IaJ'H)HI)Ie npernaparbl Ha3HadYalOT B MAKCUMAJbHBIX TCPAINICBTHYCCKUX 034X,
COOTBCTCTBYIOIIUX BO3PACTY U MACCEC TCJIa pC6CHKa.

Jleuenue nposoaurcs B 2 ¢a3bl:



MHTCHCUBHas (a3a — HalpaBlieHa Ha JMKBUAALMIO KIMHUYECKUX IPOSBIECHUN 3a00seBaHus,
MakCUMallbHOE Bo3ackcTBue Ha nomyasiunio HTMbB ¢ nenpro npekpaiieHus pa3zMHOXKEHUS
MUKOOAKTEepUi W MPEIOTBPAILCHHUS PA3BUTUS JIEKAPCTBEHHOW YCTOWYHMBOCTH, paccachblBaHHE
OYaroBbIX U MH(PUIBTPATUBHBIX U3MEHEHUH, 3aKpbITHE MOJIOCTEN pacnazia B JIETKHX;

daza nNpPOAOIKEHHS — HaOpaBlieHA Ha TOJABICHHE COXPAHSIOIIECHCS MHKOOAKTepUalIbHON
MOMYJISIIINK, OOecleynBaeT JajbHeillllee yMEHbIIEHHE BOCHATUTENbHBIX HM3MEHEHHMH, a TakKkKe
BOCCTAHOBJICHHE (DYHKIIMOHATBHBIX BO3MOXXHOCTEH OpraHu3Ma.

. Pexomenayerca kputepueM >(QQPEKTHUBHOIO JEUCHHMs MHKOOAKTepuo3a MU 3aBEpILCHUS
MHTCHCUBHOW (ha3bl CUMTATh OTCYTCTBHE POCTAa MHUKOOAKTEpUi HAa MHUTATEILHBIX CPElaX HE MEHee
YeM B TpEX IOCJIEIOBATENbHO (C MHTEpBAIOM 1 Mecsi) B3STHIX 00Opa3nax JHarHOCTHYECKOTO
Marepuana (MOKpoTa, CMBIB C POTOTJIOTKH) [4, 5, 6].

. Pexomenayercss B a3y MNpPOJODKEHUS JIEYEHMS MUKPOOMOJOTHYECKOE MCCIIEJOBAaHUE
JMarHOCTHUYECKOI0 MaTepuaia pOBOAUTH C MHTEPBAJIOM 2 MEC. J0 OKOHUYaHus JieueHus [4, 5, 6].

(VYP - C, VIJI - 5).

[Tocne 3aBepuieHUs JIEYEHUST MHKOOAKTEpHO3a PEKOMEHAYETCs MOCTOSTHHOE HaOIIoJCHHE 3a
COCTOSIHUEM TAIMEeHTa M PETYJSIpHOE, HE peXe 4YeM pa3 B 6 MeECsIeB MHKPOOHOIOTHYECKOEe
uccaeaoBanue Ha Hanuue win orcyrcreue HTMb B nuarnoctuueckom matepuaine [4, 5, 6].

PenunuB MukoGakTepro3a — MOSBICHUE KIMHUYECKMX W/WIM PEHTI€HOJOTMYECKUX IMPOSBICHUN
3a00J€eBaHUs B COYETAaHUM C IOJOXKHUTEIbHBIMH  pe3yibTaTaMH  MUKPOOHOIOIMYECKOIO
HCCIEeA0BaHMs AMarnoctuyeckoro marepuana Ha HTMb.

B ClIydac peuuanBa MI/IKO6aKTepI/IOSa PEKOMCEHAYCTCA TOBTOPHOC IMTPOBCACHUC JICUCHUSI.

He pexkomeHnnyercss cuMTaTh pEHMIMBOM MHMKOOAKTEpHO3a — OOHApyXeHHE B JAMArHOCTHYECKOM
matepuasie HTMB, npu OTCYTCTBHM KIMHMYECKMX W/MIM PEHTICHOJIOTHYECKUX MPOSBICHUMN
3abonesanus [11, 12].

YYP-C, Y1 -5).
KommenTapum:

* IIPpUHATHE pEIIEHHs O JIEYEHMH OCTAaeTCsi TPYAHBIM, CYIIECTBYET 3HA4YMTEIbHAs
HEOIPE/ICIEHHOCTh B OTHOIIEHUH MOTEHIMATbHOM MOJIb3bl TEPANUU U PUCKOB Pa3BUTHSI MOOOUYHBIX
peakiuii OT NPOBECHMUS [UIUTEIBLHON aHTUMUKPOOHOH Tepanuu [11, 12, 15].

Taﬁmma . AHTI/I6aKTepI/IaJ'ILHLIe npenaparsbl, IPUMCHACMBIC Y IMALIUCHTOB C MI/IKOGaKTepI/IO3OM,
Bb3BaHHBIM  Micobacterium avium complex (MAC) u Mycobacterium abscessus complex
(MABSC) [5, 6]

IAHTHOaKepHAJIbHBIN Npenapar

CyrouHas 103a 1j1s
lnereit

CyTtouHnas n03a
1J151 B3POCJIBIX

Cnoco0
BBEJICHUS

IKpatHoCcTB
BBeICHUS

HAMUKaUH**

Metsam: 15-25 mr/kr
[MompocTkam: 15-25
Mr/Kr MakcumanbHast
imo3a: 1000 Mr

15 Mr/kr

B/s

1

HAMUKaIH* *

250-500 mr

250-500 mr

MHranainoHHo

HA3UTpOMUITAH**
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IMO3UPOBKA JIJISt
B3POCIIBIX
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250-500 mr

BuyTpb




imo3upoBka: 500 mr

#lledoxcutun 150 200 Mr/kr B/B 3-4
MT/Kr(MaKCUMaJibHas (MaKkCHMabHAsI
imo3a — 12 1/1meHn) imo3a — 12 /neHsp)
#Kmapurpomurma™** 7,5 Mr/KT 500 mT BuyTpn 2
(MakcuManbHas 103a
500 mr)
He pexomernayetcs  |S00 mr B/B 2
#Ko-Tpumokcason [cymsdamerokcazon + [10-20 mr/kr (mo 1920 mr BryTpn 2
TpUMeTOTIpUM]** TPHIMETOTIPHMY ) B/B 2
#ITamMOyTOI** metsam: 15 mr/kr 15 mr/kr BuyTpn 1
moxpocTKam: 15 mr/kr
#MmuneneM+[uunacTaTia]** IPacdeTr 10361 IO Pacuer no3el o |B/B 2-3
MMHIICHEMY: MMHIICHEMY:
[Ipu macce Tena g0 40|[IanueHTs! ¢
Kr — 60-120 Mr/kr Maccoil Tena
(MaxcuManbHas 1o3a >50kr:
2000 mr), 2-2,251T
(1rx2p/nH nnu
750 Mr x 3p/mH)
[TarueHTs! C
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(15 mr/kr X
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MI/KT (MakcuMalbHas
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<12 mer: 10 mr/xr 12 |600 — 1200 mr  |B/B 1-2
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MTI/KT (MaKCHMaJTbHas
imo3a- 600 mr)
H#Mokcugokcara** 7,5-10 Mr/xr 400 mr BayTph 1
(MakcHManbHas 1032
400 Mr B JIcHB)
7,5-10 mr/ 400 mr B/ 1
(MakcHManbHas 103a
400 Mr B JIcHB)
H#MHUHOLIMKIINH 2 Mr/kr 100 mMr BHyTph 1-2
(MaxcuManpHas J103a
200 mr)
#Jlokcuumkiany** <12 ner c maccoit 200 mMr BHyTph 2
(mpoTUBOIIOKA3aH AETSIM A0 8 JIeT) resia <SOkr: 4mr/kr
12 net u ctape: 200
MT
# Pucdammimma** 10-20 mr/kr <50 xr 450 mr [ BHYTpPB 1
(MakcuManbHas 1o3a [>50 kr 600 mr
— 600 mr)
#Pupabyrun** 5-10 Mr/kr 150-300 BHyTph 1
(MakcuManbHas 1o3a (150 mr, ecom
— 300 mr) ManyeHT
MPUHUMAET
CUIIbHBIN
MHTHOUTOP
n3odepmMeHTa
CYP3A4
450-600 Mmr, ecin
MAlHUEeHT

[IPUHUMAET




CUJIBHBIN
CTUMYJITOP
CYP3A4

#CrpenroMumuH** 20-40 mr/ 15 Mr/kr B/ 1
(MakcuMaNbHas Mo3a |(MakcUManibHas [B/m
— 1000 mr) imo3a — 1000 mr)

H#Turenukima ™ * 8-11 mer: 1,2 mr/kr {100 Mr B/ 2
(MakcuManbHas 103a
50 Mr) 12 et u
CTaplIie: yJaapHas 1033]
- 100 mr, 3atem — 50
IMT

IIpumeuanue:

#llpuMeHeHue JIEKQpCTBEHHOTO IMperapaTa BHE  3aperMCTPUPOBAHHBIX B HMHCTPYKUUU
JIEKapCTBEHHOT'O CpPEJCTBA TMOKa3aHUIl MPOU3BOAUTCA IO PEIICHUIO BpaueOHOW KOMHUCCHH C
pazpemieHus: JIOKanbHOTO 3TUYECKOT0 KOMHUTETa MEAUIIMHCKONW OpraHu3auu (Mpy HAIUYUH), IPH
HAJIMYUU TMOAMUCAHHOTO UH()OPMHUPOBAHHOTO COTJIACUS POAMTENCH (3aKOHHBIX MPEACTABUTENCH) U
pebenka B Bo3pacte crapiue 15 jer.

Bce npenapatel, npumensiemsle npu Micobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) wnasnauatorcs BHe wuHCcTpykuuu (Off-label) mo sku3HeHHBIM
MOKA3aHUSIM.

BospacTHble orpaHuueHus yKa3aHbl B TO3UPOBKAX IS A€TeH, TUana3oH J03UPOBOK MPECTABIICH B
COOTBETCTBUH C MHCTPYKIIMEH K Mpenapary, pacueT MPUBOJUTCS B COOTBETCTBUU ¢ KinHMYeCKUMU
pexomenpanusamMu POD «Ty6epkyne3 y aereit», 2020 r. u CorinacoBaHHBIMU PEKOMEHAAMUSIMHU
Amepukanckoro ¢onaa kKuctozHoro ¢ubdpoza (MykoBuciuaoza) u EBponeiickoro o0miectsa
KHCTO3HOTO (pruOpo3a 1o JICUSHUI0 MUKOOAKTeprO03a Y AI[UEHTOB ¢ KUCTO3HBIM (hrbOpo3om [5, 6].

Ta6auna . [loOouHble peakiuu aHTHOAKTEPUANBHBIX MPENapaToB M PEKOMEHAYEMbIE METOJbI
KOHTpoJsst [5, 6]

[Ipemapar Yacteie moOoYHbIe/TOKCUYECKHE | MeToIbI KOHTPOJIS
IelCcTBUA
#Amukama** [Toyeunas TOKCUYHOCTH [IpoBepka KOHLEHTpALUU

aMHKallMHa B KpOBI/I1

IIpoBepka KOHIIEHTpAIIUU
KpeaTHHUHA B KPOBU

IIpoBepka CUMNITOMATUKH,

OTOTOKCHYHOCTH (3BOH B ymax, | [ISPBHYHOE 0OCIIeI0BaHHe,

IoTEPA C1yXa Ha BBICOKUX
4acTOTax)

MIPOBEICHHUE MTEPHOAMIECKUX
ayJIuoTpaMM

#AzuTpomurmH* * TowmHoTa, pBOTA, TUApES IIpoBepka CUMIITOMATHKHA
OTOTOKCHYHOCTH [IpoBepka cuMITOMAaTHKH,
ayJIuOTPaMMBbI
CuHIpPOM YIITMHEHHOTO
uaTepBana QT OKTI’
#Knapurpomurua** I'enatur ITeuenodnsie IPOOBI

HckaxxeHne BKyCOBBIX
OILIYLICHUI

IIpoBepka CUMIITOMATUKA




3aMeIEHHBINA ITeYEHOYHBII
MeTabonn3M prudadyTrHa

IIpoBepka cUMITOMATHKH

#llepokcurun

anopam(a, CBbIITb

Do3uHO(UIINS, AaHEMUS,
TICHKOTICHHS, TPOMOOIIMTOTICHUS

Wntepdepenuus ¢ ApyrumMu
IPOOUPHBIMU aHATU3AMU JUIS
M3MEpEeHMsI KpeaTHHUHA
CBIBOPOTKH KPOBH

IIpoBepka cUMITOMATHKH

OO0mUil KIIMHUYECKUI aHaIn3
KpOBU

Hcnons3oBath apyrue
aHaJIN3bI

#Ko-TpumMoxkcazon

TowmmHoTa, pBOTa, IUApEs

IIpoBepka cUMITOMATHKHU

(CynsdameTokcazomt+ . . .

TpHMeETOMpHM)** AHemus, IeHKOTIeHHS, OOumii KIMHUYECKUI aHATTN3
TPOMOOITUTOTICHHS KpOBH
JIuxopanxa, Cblllb, CHHAPOM IIpoBepka cuMnITOMaTHKU
CruBeHca-/>xoHcoHa

#OTamOyTOI** Hespur 3putensHoro HEpBa [IpoBepka cumMnToMaTHKN

[epudepuueckas HeBpomaTHs

(TmoTeps BETOBOTO
3pEHHS/OCTPOTHI 3PEHHST)

[TepBuuHOE 00CICIOBAHNE U
NPOBEICHHUE TIEPHOANIESCKUX
TECTOB JIJIsl IPOBEPKH
I[BETOBOT'O 3PEHMUS i OCTPOTHI
3peHns’

3akmoueHue oTaIbMOoJIOra
[IPY BO3HHUKHOBEHHU
CHMIITOMOB

[IpoBepka CUMIITOMATHKH;
UCCIIEIOBAHUE NIPOBOIUMOCTH
HEPBOB

#lmuneneM-+iactaTuy * *

I'enatur

[TeyeHounbie POOBI

#MmuneneM-HpiactaTiy **
(mpomomxeHue Kypea)

TomHoTa, pBOTA, THApEs

HpOBepKa CHUMIITOMAaTUKHU

#JIunesomu**

Anemus, TeHKOTICHNS,
TPOMOOIIUTONICHHUS

[epudepuueckast HEBpOATHS

Hespur 3puTensHOro HepBa

OO0mUi KIMHUYECKUI aHaIn3
KpPOBH

IIpoBepka
CHUMITTOMATHKH/KIMHAYECKast
OLIEHKA/3JIEKTPO(PU3NOTIOT S

[IpoBepka cumMnToMaTHKu
(TIoTepst IIBETOBOTO 3pCHMUS U
OCTPOTHI 3pEHU)

ITepBuunoe 0OCIIETIOBAHNE H
MIPOBEJICHUE MTEPHOAMUECKUX
TECTOB IS IIPOBEPKU
LIBETOBOI'O 3PEHHSI U OCTPOTHI




3peHUs

3akitoueHue odranbMosora
IIPY BO3HUKHOBEHHHN

CHUMIITOMOB
#Moxcudmokcarua** TomHOTA, pBOTA, THAPES IIpoBepka CHMIITOMATHKH
becconnnma, 6ecrokoncTBO, IIpoBepka CUMIITOMATUKU
TPEBOYKHOE PACCTPOICTBO
Tenguaut
IIpoBepka CUMIITOMATUKU
CBETO4YBCTBUTEIHLHOCTh
IIpoBepka CUMIITOMATUKA
CuHIpPOM YIITHHEHHOTO KT
unTepBana QT
#MMUHOIMKINH CBeTO4yBCTBUTEIBHOCTh IIpoBepka cuMnITOMaTHKU

TowmHoTa, pBOTA, IUApEs
['onoBoKpyxeHUE

ITurmenTanus Koxu

IIpoBepka CUMIITOMATUKA
IIpoBepka CUMIITOMATUKA

Kinnunueckas orneHka

#Pudpamnumue®* u #pudadyrua**

OpanxeBoe OKpalIuBaHuE
OHOJIOTHYECKUX KUIKOCTEH
(BO3MOXHOE OKpaIlIiBaHHE
KOHTaKTHBIX JIHH3)

I'ematur
TomHoTa, pBOTA, TUApES
Jluxopanka, 03H00

TpomboruTonIeHUs

[ToueuHast HEIOCTATOYHOCTD
(pudammurmH)

Y CKOpeHHBII TOYEYHBIH
MeTaboIM3M MHOTOUHCIEHHBIX
JIEKapcTB

IIpoBepka cUMITOMATHKI

[Teyenounble MPOOHI
ITpoBepka cUMITOMAaTHKA
ITpoBepka cuMOTOMAaTHKA

OO0mnil KIIMHUYECKUI aHaIn3
KpOBH

AHanu3bl KpOBU

Koppexmus 103UpOBKH JPYTHX
JIeKapCTB/ypOBHSI B
CBIBOPOTKE, IPU HAJIMYHNU
TaKOBBIX

#PudabyTun** Jlelikonenus OOt KITMHUYECKUH aHAIN3
. KpOBHU
[lepennuii yBeut (npu
COYETaHUH C [IpoBepka cuMIITOMaTHKH
KJIAPUTPOMHUITTHOM )
I'puIIIo3HBIE CUMIITOMBI, 0
MOJMAPTPAIITHUS, TOTUMHAITHSI pOBCpKa CUMITTOMATHKH
#Crpenromurua** [MoyeuHast TOKCUYHOCTH Perynsipabie poBepKH YpOBHSI

CTPENTOMHUIIMHA B CHIBOPOTKE
KpOBH




PerynspHblie poBepKku ypOBHS
KpEaTHHUHA B CHIBOPOTKE
KpOBH

OTOTOKCHUYHOCTD (3BOH B ylIax,
IOTEPA ClIyXa Ha BBICOKUX

IIpoBepka CHMIITOMATUKH,

JacToTax) ITepBuunoe 0OCIEIOBAHME,
MPOBEICHUE MEPUOTTUECKIX
ayIuorpaMm
#Turenuknuy** TomHoTa, pBOTA, AHApES [IpoBepka cuMITOMaTHKH
[TankpeaTtut [IpoBepka KoHLIEHTpAMN
AMHITa3bl B CHIBOPOTKE KPOBH®
l'unonpoTenHemMus
IIpoBepka KOHIIEHTpAITUU
anp0yMHHA B CBIBOPOTKE
bunupyOuneMust KpoBH

IIpoBepka KOHILIEHTpALIUU
OwIMpyOHHA B CHIBOPOTKE
KpOBH

!Jlnst momydeHus MakcUMaIbHOro YpoBHs B 20-30 [1I/MJT 1 MUHHMAJIBHOTO YPOBHS <5-10 pur/mi.
’[Ipu npreMe 25 MI/KI/AeHb HEOGXOIMMO IIPOXOIUTh SKEMECIIHBIE OCMOTPEI
%Y 1HIL ¢ MOYEUHO# JOCTATOYHOCTHIO

3.1.2.3.1 Aumubaxkmepuanvhas mepanus mukooaxkmepuosa, evizeannozo M. abscessus complex
. PexoMEeHOBaHO TAalMEHTaM C MHUKOOAKTEpPHO30M, BBI3BAHHBIM  IIPEJACTABUTEISIMH
M.abscessus complex mpoBoauTh JByX(a3zHoe JeueHHe — (pa3za MHTCHCUBHOTO JICUCHHsS TOJDKHA
CMEHSATHCS Ba30ii mpopoinkeHus edernws [1, 2, 6, 11] (Tabmuma ).

(YYP - A, VUL - 5).

Taéauna ....
®A3bI JIEYEHUS
HNHTEHCHUBHAS MPOAOJIKEHUSA

A3UTPOMUITUH
AMHKAITHH A3UTPOMHULIUH

aMUKaIiH
THTCHHITIH MUHOIIMKJINH
[MMHUTIEHEM+IMIACTATHH |
T P— [MokcudIOKCaIuH |

[TuHEe30IMA]

* JUIMTENBHOCTh Kamod (a3el U KonmuectBO ABIT B cxeme ONpemeNsioTcsl WHIMBUAYAILHO C YYETOM
KIIMHUYECKOH, pEHTTEHOJIOTHYECKO 1 MUKPOOHOJIOTHUECKO TUHAMIKH 3a00JIeBaHuUs;

B KBaJpaTHBIX CKOOKax yKa3aHbI MperapaTrhl, KOTOPhIE MOKHO HCIIOJNB30BaTh B CIy4ae PE3HCTEHTHOCTH
HTMBb k a3uTpoMHUIMHY, aMUKALUHY, TATEUUKINHY, MUHOIIMKJIUHY.

KommenTapun:

— WHTeHCUBHas (a3a JOMKHA BKIIOYATh e€XeIHeBHbIM mpuem Tpex ABIIL, uyTto ompenensercs
pe3yiabTaTaMu TECTOB Ha 9yBCTBUTENbHOCTH HTMBb k anTHOMOTHKAaM

— (a3a IpoAOIIKEHHUS JCUSHUS T0JDKHA BKIIOYaTh €KEAHEBHBINA TpreM MUHUMYM IBYX ABII

— TIpH HEOOXOIUMOCTH TIPOJICHUS Ha3HAYCHHS aMUKAIIMHA 00JIee TPEX MECAIEB, BO3MOKHO
Ha3HAYCHUE €r0 B MHTAJIUAX (JiekapcTBeHHas popma st uHbekiuil) [14].




. Kareropuuecku HE PEKOMEHTyeTCsI MIPUMEHEHUE MOHOTEpaIuu TF00BIM
aHTHOAKTepUAIBHBIM TpEnapaToM IPHU JICYCHHH MHUKOOAKTEpHO3a, C IETbI0 MPEeIOTBPALICHUS
pazButus pesuctentnoctd HTMBb [1, 2, 6, 7, 8, 11].

YYP-C, Y1 -5).
KommenTapuu:

JutenbHOCTh a3kl MPOAODKCHUS 3aBHCHT OT KIIMHUYECKOW W PEHTICHOJIOTHUYECKON TUHAMHUKU
(crabmnmm3arsi pPEeHTICHOJIOTHYECKON KapTUHBI NMPU CPAaBHEHUU PE3yIbTaTOB dYepe3 3 Mecsia
JICYCHHUS ).

(VYYP - C, VIJI -5).

3.1.2.3.2. Aumubaxkmepuanvnan mepanus MuxKodaxKmepuosos, evizeannsvix MAC
(Mycobacterium avium complex)

PekoMmeHnnoBano mammeHTaM ¢ MHKoOakTepro3oM, Bb3BaHHBIM MAC (Mycobacterium
avium complex) mnpoBoauTh AByx(asHoe JeueHHe — (haza MHTECHCHBHOTO JICUCHHS OJDKHA

CMEHSATHCS a3oi mpooipKeHus JedeHus [1, 2, 6, 11] (tabauna )

Ta6auua .....
®A3bl JEYEHUS
HNHTEHCHUBHAS MPOAOJIKEHUSA

a3UTPOMUIIUH A3UTPOMULIUH

aMHKaIH aMUKaIliH

pubaMIuH pubaMIuIH

3TaMOyTOI TamMOyTON

[MOKcHbIOKCAIHH] [MoKcubIOKCalyH]

* JIMTENBHOCTh Kaxaod (a3el u konmuectBO ABIT B cxeme OmpenenstoTcss MHAUBHAYAIbHO C YYETOM
KITMHUYECKOH, PEHTIeHOIOTHIEeCKON U MUKPOOHOJIIOTHIECKOM JUHAMHUKH 3a00JIeBaHMS;
B KBaJpaTHBIX CKOOKAax yKaszaH IpernapaT, KOTOPBII MOXKHO HCIIOJIb30BaTh B ciydae pesuctentHocth HTMb

K BBILLIEIEPEUYNCIEHHBIM IIPENapaTaM,

KommeHnTapuii: B ciydyae ¢ YyBCTBUTEIBHOM K #KIApUTPOMHUIMHY (OPMOM MOpakeHUs JETKUX
HTMb rpynnet MAC pekoMeHI0BaHO MPUMEHSTHh JIEKAPCTBEHHYIO CXEMY JIEYEHMs] Ha OCHOBE
©KEHEBHOTO MEPOpaJbHOTO MpHeMa Makpoiujaa (IPearnouTUTENbHO — #a3UTPOMUIMHA),
#pudamnunuua u #a3rambyrona [1, 2, 6, 11, 12].

MHTCHCUBHas (as3a JODKHA BKJIIOYATh €XKEIHEBHBIA TMepopalbHBI  MpPUEM  MaKpOJIHIa
(MpennoyYTHTENHHO #a3UTPOMUIIMHA) B COUETAHNUHU C #aMUKALIMHOM BHYTPUBEHHO/BHYTPHUMBIIIECYHO
Ha NpOTsDKEHMH 3-12 Helenb, a TakKe OJHOTO WJIM HECKOJBKHMX W3 CIEAYIOIIMX MPEernaparos:
pudaMnuIuH, 3TaMOyTOJ, MOKCH(IIOKCAIIMH.

. Kareropuuecku HE pPEKOMEHTyeTCs IpUMEHEHUE MOHOTEpANUu JTH00BIM
aHTHOAaKTepUaIbHBIM TpernapaToM MpU JeueHuu MHuKoOakTepuo3oB rpynnsl MAC c¢ wnenbto
npoMIaKTUKN Pa3BUTHUSA pe3ucTeHTHoctu [1, 2,6, 11, 12].

(VYP —C, VI -5).

KommenTapum:




JlmuTensHOCTh (Das3bl MPOJOIDKEHHS 3aBUCUT OT KIIMHUYECKOW M PEHTTCHOJIOTUYECKON IMHAMUKU
(crabmnm3arysi pPEeHTICHOJIOTMYECKON KapTUHBI MPU CPAaBHEHUU PE3yIbTaTOB Yepe3 3 Mecsia
JICYCHUS ).

(YYP - C, YL -5).

3.1.3 Mykonumuueckan mepanus

B cea3u ¢ neoocmamounvim KOAULECMBOM ucczzedoeanuﬁ, eounvie p€KOM€Haal4uu omcymcmeyront.
IIpeonoumumenen uHOUBUOYATILHBIN NOOX0O0 8 3ABUCUMOCMU OM 3A00Ie8AHUSL U €20 MANCECMIU.
o Haubonee uacmo 6 kxauecmee myxoaxmugnou mepanuu ucnonvsyromces uneanayuu 0,9% uiu
eunepmoHudeckozo (6-7%) pacmeop Hampus XI0puda C Yeavlo YIVHUeHUs MYKOYUTUAPHO2O0
KJaupeunca.
Tarrant BJ, Le Maitre C, Romero L, Steward R, Button BM, Thompson BR, Holland AE.
Mucoactive agents for chronic, non-cystic fibrosis lung disease: A systematic review and meta-
analysis. Respirology. 2017 Aug;22(6):1084-1092. doi: 10.1111/resp.13047. Epub 2017 Apr 11.
PMID: 28397992.
Kellett F., Robert N.M. Nebulised 7% hypertonic saline improves lung function and quality of life
in bronchiectasis. Respir. Med. 2011; 105 (12): 1831-1835. DOI: 10.1016/j.rmed.2011.07.019.
Bilton D., Tino G., Barker A.F. et al. Inhaled mannitol for non-cystic fibrosis
bronchiectasis: a randomized, controlled trial. Thorax. 2014; 69 (12): 1073-1079. DOI:
10.1136/thoraxjnl-2014-205587. Herrero-Cortina B., Alcaraz V., Vilaro Jet al. Impact of
hypertonic saline solutions on sputum expectoration and their safety profile in patients with
bronchiectasis: a randomized crossover trial. J. Aerosol. Med. Pulm. Drug Deliv. 2018; 31 (5): 281-
289. DOI: 10.1089/jamp.2017.1443).
KommenTapmii: npu nepsom un2aniayuoHHOM HAPpUMEHEHUU SUNEPMOHUYECKO20 pacmeopa Hampusl
Xnopuda cinedyem npogecmu CNUpomMempuro 00 UHANAYUU U Yepe3 5 MuH. nocie 8 C6sa3U C
6O03MOICHOCMbIO PA36BUNIUAL 6p0oncnasma Y HEeKomopbslx nayuermaoe.
o HCCMOTpH Ha TO, YTO HUXKXCIICPCUUCIICHHBIC MYKOJUTHUKU UCIIOJB3YHOTCA B HpaKTI/I‘IeCKOfI
MCOAUIIMHE, JOKa3aTCIbCTB HX 3(1)(1)CKTI/IBHOCTI/I 1 0€30MacCHOCTH Inpu JOJITrOoCPOYHOM HNPUMCHCHUU
HEJIOCTaTOYHO [
o Tarrant BJ, Le Maitre C, Romero L, Steward R, Button BM, Thompson BR, Holland AE.
Mucoactive agents for chronic, non-cystic fibrosis lung disease: A systematic review and meta-
analysis. Respirology. 2017 Aug;22(6):1084-1092. doi: 10.1111/resp.13047. Epub 2017 Apr 11.
PMID: 28397992.;

. Effect of N-acetylcysteine on exacerbations of bronchiectasis (BENE): a randomized

controlled trial


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6458826/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6458826/

Qian Qi, Yirepanjaing Ailiyaer, Ruijuan Liu, Yan Zhang, Caiyu Li, Mingtao Liu, Xiuxiu Wang,
Lijun Jing, Yu Li Respir Res. 2019; 20: 73. Published online 2019 Apr 11. doi: 10.1186/s12931-
019-1042]

o Ayemunyucmeur” - ucnonvzyemcs eHympob, 8vlnyckaemcs 6 eude 2pamyi, mabiemox,
nopouikos, pacmeopos, npumensiemcs 100 me x 3p oemsam 6 sozpacme 2-6 nem, 200 me x2p 6 cymxu
demsam cmapuie2o 603pacma.

0 AM6p0KCOJZ**- ucnoavzyemcsi GHympbw 1-2me/ke/cymku 6 2-3 npuema, 8bInycKaemcs 6 8uoe
cupona, mabiemox, pacmeopos 0isl 6/6 66€0eHUSL.

. B3pocibiM manueHTaM ¢ OpOHXO09KTa3aMU PEKOMEHAyeTcs amuTenbHas (Oosee 3 mec)
Tepanusi MYKOAaKTUBHBIMH IIpenapaTtaMd, €CIH CTaHJapTHHIC HEMEIUKaMEHTO3HBIC METOIUKU
OpOHXHMATBHOTO KIMPEHCA HEAOCTATOUHO d(DPEKTUBHBI, a 3aTPYJHCHHOS OTKAILIUBAHUE MOKPOTHI
CHIDKaeT KauecTBO ku3HH OombHOrOo [Hart A, Sugumar K, Milan SJ, et al. Inhaled hyperosmolar
agents for bronchiectasis. Cochrane Database Syst Rev 2014; 5: CD002996. Wilkinson M,
Sugumar K, Milan SJ, et al. Mucolytics for bronchiectasis. Cochrane Database Syst Rev 2014,
5:CD001289.  Wills P, Greenstone M. Inhaled hyperosmolar agents for bronchiectasis. Cochrane
Database Syst Rev 2002; 1:CD002996. YYP — B, VJUUI — 1.

Kommenrapum: V se3pocivix nayuenmos ¢ OpoHxos3xmazamu 8 00HOM UCCIe008aHUU OYEeHUBATU
aggexmusnocmv  3pdocmeuna 6 meuenue 15 OHell; uccredosanue ObIIO  OMKPLIMBIM
NPOCNEKMUBHBIM, 8 NAPALLENIbHBIX 2PYNNAX, NUIOMHBIM. K KOHYY uccie008anus He 6bl10 GblsBNIEHO
PAa3IudUil MexHcoy epynnamu 3p0ocmeuna u KOHmMpoas No G8A3KOCMU U 00beMy MOKpOmbl, XOms.
CHOUHOCMb ee 6 epynne 3P00CmeunHa yMeHbuwulaco K 15-my ownio neuenus. Ha ¢one mepanuu
apoocmeunom 6 meuenue 15 oneul ynyyuwunacy necounasn pyukyusa (PKEJI u ODB1 6 abconrtomuuix
senuyunax, Ho He 6 npoyenmax om ooudxcnoix 3uavenuti) [Crisafulli E., Coletti O., Costi S. et al.
Effectiveness of erdosteine in elderly patients with bronchiectasis and hypersecretion: a 15-day,
prospective, parallel, open-label, pilot study. Clin.Ther.2007;29(9):2001-2009.]. B cesa3zu ¢ mem,
YUmo OaHHble pe3yIbmamvl OblLIU NOAYYEHbl 6 eOUHCMBEHHOM UCCIe008AHUU HEBbICOKO2O0
00Ka3amenbHO20 YyposHsl, Kauecmeo dokazamenveme npusnano nuskum [Wilkinson M., Sugumar K.,
Milan S.J. et al.Mucolytics for bronchiectasis. Cochrane Database Syst Rev.2014;(5):CD001289.
doi: 10.1002/14651858.CD001289.pub2./. Omcymemsyiom uccredosanus ¢ ucnonvzosanuem N-
ayemuayucmeuna u Kapooyucmeurna y 63pociblX OONbHLIX C OPOHXOIKMA3aMU, HECMOMps HA
WUPOKOe NpUMEHeHUe JSMux MYKOIUMUKO8 6 NpAKMuyeckou meouyure. B xiunuveckux
pexomenodayusx Eeponetickoeo pecnupamophnozo obwecmea coenan 6vi800, 4mo Cywecmeayouue
Ce200Hs OaHHble He NO3BONAION UWUPOKO PEKOMEHO08amMb OIUMENbHYI0 Mepanuio nepopaibHbiMu

MYKOAKMUBHBIMU NPENapapamit. 83pocibiM OO0NbHbIX ¢ OpoHxodkmasamu. /[numenvhasn (= 3 mec)


https://www.ncbi.nlm.nih.gov/pubmed/?term=Crisafulli%20E%5BAuthor%5D&cauthor=true&cauthor_uid=18035199
https://www.ncbi.nlm.nih.gov/pubmed/?term=Coletti%20O%5BAuthor%5D&cauthor=true&cauthor_uid=18035199
https://www.ncbi.nlm.nih.gov/pubmed/?term=Costi%20S%5BAuthor%5D&cauthor=true&cauthor_uid=18035199
https://www.ncbi.nlm.nih.gov/pubmed/18035199
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wilkinson%20M%5BAuthor%5D&cauthor=true&cauthor_uid=24789119
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sugumar%20K%5BAuthor%5D&cauthor=true&cauthor_uid=24789119
https://www.ncbi.nlm.nih.gov/pubmed/?term=Milan%20SJ%5BAuthor%5D&cauthor=true&cauthor_uid=24789119
https://www.ncbi.nlm.nih.gov/pubmed/24789119

mepanus nepopailbHbiMu MYKOIUMUKAMU mooatcem HA3HAYambvCA npu 3ampy0H6HHOM
omKawiueanuu MOKponibl, HecamMueHo 6J1uUuiArueM Ha Kavecmeo OIHCU3HU OONbHbIX U npu
HeO0OCMamoyHol 3¢h)gekmusHocmu CmaHOapmMubiX Memoo08 6030elCmaUs HaA MYKOYUTUADHDILL
xaupenc [Polverino E., Goeminne P.C., McDonnell M.J. et al. European Respiratory Society
guidelines for the management of adult bronchiectasis. Eur. Respir. J. 2017; 50: 1700629
(https://doi.org/ 10.1183/13993003.00629-2017)].

J He peKoMEH0BAaHO NPHMEHEHHE JOPHA3bI anb(a B3POCIBIM U ACTSAM C OPOHXOIKTAa3aMHU
HEMYKOBHUCIHI03HO# atrojoruu [4,5,7]. (YYP - A, V]I - 2)

Kommenrapmii: B nacmosiwee epemsi maxaice Hem 00KA3amenbcme 3P GekmusHocmu npumMeHeHus
y Oemell ¢ OPOHXOIKMAZAMU, HE CEA3AHHLIMU C MYKOBUCYUOO30M Kapooyucmeuna, MaHnumona™*
[4].

YV e3pocnvix 60mbHbIX ¢ HEMYKOSUCYUOO3HBIMU — Oponxoskmazamu 6 ucciedosanuu O’Donnell u
coasm. y 00bHBIX HEMYKOBUCYUOOZHBIMU OPOHXOIKMA3amu Ha ¢hoHe mepanuu 0OpHA30l anrbgha 6
0ose 2,5 me 6 meuenue 24 neo napacmana yacmoma obocmpernuti (omnocumenwvhwiii puck RR 1,35;
95%/[U 1,01 — 1,79), cuusunace ne2ouHas @QYHKYus, YEEIUUUIUCL YUCLO 20CNUMATUZAYUL U
nompebrnocmo 6 anmubuomukax no cpasuenuro ¢ niaye6o [O’Donnell A.E., Barker A.F., llowite
J.S., Fick R.B. Treatment of idiopathic bronchiectasis with aerosolized recombinant human DNase |
rhDNase Study Group. Chest 1998;113 (5):1329-1334.]. Ilpu yeenuuenuu 0o3vl npenapama 00 5
me/cym noxazamenu 1e204HOU PYHKYUU, KAYeCmE0 HCU3HU, 8AZKOCHb MOKPOMbL U 8bIPAHCEHHOCHIb
OO0BLUKU MAKICE He PA3IULANUCH 8 epynnax akmueno2o aevenus u naayedo [Wills P.J.,Wodehouse
T., Corkery K.et al. Short-term recombinant human DNase in bronchiectasis. Effect on clinical
state and in vitro sputum transportability. Am J Respir Crit Care Med 1996; 154 (2): 413-417.
https://doi.org/10.1164/ajrccm.154.2.8756815]. B cucmemamuueckom o0630pe B.J. Tarrant u
coaem. uepe3 24 Hed neyeHus O0opHa3zou-anbpa puck obocmpenuti ¢ yerom cocmasun 0,95 no
cpasnenuio ¢ 0,71 6 epynne niaye6o (omuocumenvHulii puck 1,35), vacmoma cocnumanusayuii -
0,39 u 0,21 coomeemcmeenno (omuocumenvhuviti puck 1,85), a O®B; cuusurca na 1,8%
(p<0,05)npu omcymcemeuu 6auUAHUS HA KAYECMBO HCU3HU, MYKOYUIUAPHLLU KIUPEHC U SHOUHBLI
xapaxmep moxkpomet [Tarrant B.J., LeMaitre C., Romero L. et al. Mucoactive agents for chronic,
non-cystic fibrosis lung disease: A systematic review and meta-analysis. Respirology 2017; 22 (6):
1084-1092. doi: 10.1111/resp.13047.]. B ceéasu ¢ smumu pezyromamamu skcnepmol EPO ne
DPEKOMeHOYIOm NPUMeHsamb pekomounanmuyto uenogeyeckyio [[HKa3zy (0opuasy anvgha) y e3pocivix
OoNbHBIX ¢ HemyKosucyudosuvimu Oponxosxkmaszamu [Polverino E., Goeminne P.C., McDonnell

M.J. et al. European Respiratory Society guidelines for the management of adult bronchiectasis.
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Eur. Respir. J. 2017; 50: 1700629 (https://doi.org/ 10.1183/13993003.00629-2017)]. YA 1, YYP
B.

WHransiuuy MaHHUTONA Yy B3pOCHBIX OOJIBHBIX HEMYKOBUCIMIO3HBIMH OpOHXOJKTa3aMU I10
CpaBHEHHUIO c Iianedo B TeueHue 12 Hen y OONbHBIX ¢ OPOHXO’KTAa3aMU JTOCTOBEPHO YITYUIIHIN
MEPEHOCUMOCTh (PU3NYECKUX HArpy3oK (+22,3 M B IIATTJI-TECTE C BO3pAcTaIOLIEil HArpy3Koil) mo
CpaBHEHHIO C TUIANe00 M, XOTS HE M3MEHHIM KOJOHU3AIUI0 MOKPOTHI M0 CPaBHEHHIO C Iuiaiedo,
JIOCTOBEPHO YMEHBIIMINA 9YaCTOTY OOHAPYKEHUS MaTOT€HHBIX MUKPOOPTaHu3MOB ¢ 52,7% no 13,1%
[Bilton D., Tino G., Barker A.F. et al. Inhaled mannito Ifor non-cystic fibrosis bronchiectasis: a
randomised, controlled trial. Thorax 2014; 69: 1073-1079.]. B To ¢ BpeMsi B CHCTEMAaTHYECKOM
o63ope B.J.Tarrant u coast. [Tarrant B.J., Le Maitre C., Romero L. et al. Mucoactive agents for
chronic, non-cystic fibrosis lung disease: A systematic review and meta-analysis. Respirology 2017;
22: 1084-1092 doi: 10.1111/resp.13047] M™MaHHHUTOA AOCTOBEPHO HE M3MEHHJI YHCIIO
rOCIUTANM3AIHNI 1 000CTPEHUN MO0 CPaBHEHHUIO C Ianedo uyepe3 52 Hen JIeYeHHs U He MOBIHSIT Ha
JerouHyo (yHKIHIO OONBHBIX C OpOHXOIKTazaMu HU udepe3 12 Hen, Hu uepe3 12 mec (52 Henm)
JIeYeHHs, XOTS B JPYroM HCCIEIOBaHMM Ha (OHE JEYeHHS MAHHHUTOJIOM YHCIO OOJBHBIX,
MEePEHOCUBIINX 00OcTpeHus B TeueHue 1 roma, ymenbummiock ¢ 31,3% mo 21,9% (p = 0,027) u
YBEJIIMYUIIOCH BpeMsl 10 ouepeaHoro oboctpenus cl124 no 165 nueit (p = 0,021) [Bilton D., Tino G.,
Barker A.F. et al. Inhaled mannitol for non-cystic fibrosis bronchiectasis: a randomised, controlled
trial. Thorax 2014; 69: 1073-1079.]. Y1 2, YYP B.

o He pexomeHI0BaHO Ha3HAYeHHE AHTArOHHWCTOB AHTUJICHKOTPUEHOBBIX PELENTOPOB,
MIPOTUBOBOCTIANTUTENBHBIX MPENapaToB U METHIKCAHTUHOB [4,7].

YYP-C,VI-2)

o PexomennoBano paccMoTpeTh BOIIPOC 0 Ha3HAYCHUH WHTAIISAOHHBIX
OpOHXOCHa3MOJUTHYECKHX TTpenapaToB (P2-aroHUCTOB) y neTeit ¢ B nmpu nonoxutenbHoi npode ¢
OpOHXOCHa3MOJUTUKOM IPH HCCIEIO0BAaHUM (DYHKIUU BHEIIHErO JIbIXaHUS U IpPU KIMHUYECKOMN
3¢ PeKTUBHOCTH, a TaKXKe, TPU HEOOXOTUMOCTH, Tepe]] MPOBeIeHUeM KuHesuTepanuu [ 1,3,4,5,7].

o (YYP-B,YIJ-1)

KommenTtapuii: Mozym  npumensimocs:  canOymamon ,. Ons  OlumelvHoll  mepanuu -
npononeuposannvle npenapamel. — caimemepon®*, gopmomepon . Taxxce mozym  Gvimb
UCNOIb308AHbL UNPAMPONUSL 6p0Mu()** UnU unpamponusi 6p0Mud+qbeH0mep0ﬂ**Bce npenapamol
HA3HAYAIOMCA 8 B03PACMHBIX 003UPOBKAX.

o VY B3pocibIX OOJBHBIX C OPOHX0’KTa3aMU MHTAJISIIIMOHHBIE OPOHXOJIUTUKHA PEKOMEHTYIOTCS

npu BBIp&)K@HHOfI OJBIIIKE, a TAKXKE MEPEC] 3aHATUAMA )II)IXaTeJ'H)HOI\/'I FI/IMHaCTI/IKOI\/'I, HHTI aJIAIUAIMHA

MYKOAKTUBHBIX IPCIIApaTOB U aHTHOMOTHUKOB AJId YIYyUYHICHUS TIEPEHOCUMOCTU TEpalnuu [Jeong


https://www.ncbi.nlm.nih.gov/pubmed/?term=Jeong%20HJ%5BAuthor%5D&cauthor=true&cauthor_uid=27853363

H.J., Lee H., Carriere K.C. et al. Effects of long-term bronchodilators in bronchiectasis patients
with airflow limitation based on bronchodilator response at baseline. Int. J. Chron. Obstruct.
Pulmon. Dis. 2016;11:2757-2764 Hassan J.A., Saadiah S., Roslan H., Zainudin B.M.
Bronchodilator response to inhaled beta-2 agonist and anticholinergic drugs in patients with
bronchiectasis. Respirology. 1999;4(4):423-426 Polverino E., Goeminne P.C., McDonnell M.J.
et al. European Respiratory Society guidelines for the management of adult bronchiectasis. Eur.
Respir. J. 2017; 50: 1700629].
YAa2,YYPC.

Kommenmapuu. Y B3pocibiX OOJBHBIX C OpOHXOdKTa3aMU pOJIb OPOHXOJUTUKOB B JICYCHHUH
OpOHXOPKTa30B OLIEHMBAJIACh BCETO B HECKOJBKMX HccienoBaHusx. B 1999 r. omybiamkoBaHO
uccnenoBanue J.A.Hassan ¥ COaBT., KOTOpBIE W3ydYalH OCTPBIA OpPOHXOAMIATAIIMOHHBIA OTBET Ha
KOpOTKOJeHcTBytole Oera-aroHUCTBl  (PEHOTEpOo) U  AHTUXOIMHEPTUYECKHe IpenapaTsl
(umpatponmyma Opommu) B pasHbIX Ao3ax. M3 24 GonpHBIX C OPOHXO’KTa3aMU MOJOKUTEIbHBIN
OpoHxoamIaTanoOHHbIH TecT (mpupoct ODPB1> 15%) nonyuen y 45,8% OONBHBIX, TIPH ITOM OoJiee
110J10BUHBI (54,2%) OOJIbHBIX MUMEIHU MOJOKUTENbHBIN KOXKHBINA TECT C MAHEbIO0 U3 9 amiepreHoB
[Hassan J.A., Saadiah S., Roslan H., Zainudin B.M. Bronchodilator response to inhaled beta-2
agonist and anticholinergic drugs in patients with bronchiectasis. Respirology. 1999;4(4):423-426.].
[Toz:xe H.J. Jeong u coaBT. BBINOJHWUIM PETPOCIEKTUBHOE HCCIEIOBAHUE C YydacTHeM 166
B3pOCJIbIX OOJBHBIX C OpPOHXO3KTa3aMM, KOTOpbIE IO HA3HAYEHHUIO JIeHAIlUX Bpayell Moixydanu
JUTUTEIIbHOIEHCTBYIOLIME 0eTa-arOHUCTHI (JABA), IJIATENBHO JIEUCTBYIOLIHE
aHTuxoiuHeprudeckue mnpemnapatsl (IJIAX) unu mHramsuuonssie xoptukoctepoussl (MKC) B
teueHne 3 — 12 mec. McX0HO MOJOKUTENBHBIN OPOHXOAWIATAIIMOHHBIN TeCT ObUT TOJIY4eH Yy
25,3% 6onpHbIX. Uepes 3 — 12 mec eueHus jierounasi GyHKIHs JOCTOBEPHO yiaydmuiack y 34,3%
6onpHbIX (mpupoct OPB1 kak mMuHuMyMm Ha 12% u Ha 200 mMa oT ucxoaHoro). Cpeau 3THX
OO0JIbHBIX Ipeo0Ia i My>KYMHBI, ObIBIINE MJIM aKTUBHBIE KYPHIIBLIUKH, C UCXOJIHO OoJiee HU3KOU
nerounoi Gpynkumeit [Jeong H.J., Lee H., Carriere K.C. et al. Effects of long-term bronchodilators
in bronchiectasis patients with airflow limitation based on bronchodilator response at baseline. Int.
J. Chron. Obstruct. Pulmon. Dis. 2016;11:2757-2764.]. ABTOpbI c/ieiaiu BbIBOJ, YTO OOJIbHBIC C
OpPOHXO0PKTa3aMH M MOJIOKUTEEHBIM OPOHXOMIIATAIIMOHHBIM TECTOM UMEIOT MpsAMbIE TOKa3aHUs K
HA3HAYEHUIO JJIMTENBbHO JAEUCTBYIONIMX OpPOHXOMIIATaTOPOB, OAHAKO OOJIbHBIE C OTPUIIATEIbHBIM
OpOHXOAMJIATAIIMOHHBIM TECTOM U OpOHXMAJbHOM OOCTpyKIMEH Takke MOTYT TOJyYUTh
MOJIOKUTENbHBIN 3¢ ¢dekT oT 3Tux mnpenaparoB. Okcneptsl EPO momaraior, 4To AIUTEIHHO
JEeUCTBYyIOIME OpOHXOAMJIATATOPhl HE JIOJDKHBI  Ha3HAyaTbCcs  B3POCIBIM  OOJBHBIM  C
OpOHXO03KTa3aMu B 00s3aTE€IbHOM TMOpPSAKE, HO MOTYT Ha3HAdaTbCs OOJNBHBIM C BBIPAKEHHOM

onbpIKON. OTCYTCTBYIOT J0OKa3aTENIbCTBA 1EI€CO00Pa3HOCTH UCMIOIb30BaHUSI OPOHXOIUIATaTOPOB
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y OONBHBIX C OpPOHXO’KTa3aMH, HE HUCHBIThIBaOMMX OnAbIMKY [Polverino E., Goeminne P.C.,
McDonnell M.J. et al. European Respiratory Society guidelines for the management of adult
bronchiectasis. Eur. Respir. J. 2017; 50: 1700629 (https://doi.org/ 10.1183/13993003.00629-2017)].
Kpome Toro, OpoHxoaujsaTaTopbl MOTYT HPUMEHATHCA TMepe]  3aHATHSAMH JbIXaTelbHOU
TUMHACTUKOW, WHTANSUSAMU MYKOAKTHUBHBIX MpEnapaToB M aHTHOMOTUKOB JJIsl YIy4LICHUS
nepeHocumoctd Tepanuu. C JIpyroil CTOpPOHBI, €ciM OpPOHXOIKTa3bl COMYTCTBYIOT JIPYTUM
OOCTPYKTHUBHBIM 3a00jeBaHMsAM Jierkux (OponxuanbHas actma, XOBJI), ux Hanmuume HE ITOKHO
CIIYKUTh TIOBOJIOM I TIpEKpaIeHus OponxoaunatanmonHon tepanuu [Polverino E., Goeminne
P.C., McDonnell M.J. et al. European Respiratory Society guidelines for the management of adult
bronchiectasis. Eur. Respir. J. 2017; 50: 1700629 (https://doi.org/ 10.1183/13993003.00629-2017)].

3.2 Xupypruyeckoe JJe4eHue

J B3pocasiM M zeTsM ¢ OpOHXO3KTa3aMU PEKOMEHJOBAHO IPOBEICHHUE XHUPYPrUUECKOro
JedeHuss OPOHXO0AIKTA30B (pe3eKius 4acTu Jierkoro) (Pe3ekius JIerkux BHICOTOPAKOCKOMHYECKAsT)
pu:

o JIOKaIu30BaHHBIX bBD (pacmpocTpaHeHHOCTH He Oosee, 4yeM Ha OJHY MO0 -
OrpaHUYEHHBIN MPOLECC), SBIAIOLIMECS MCTOUHUKOM YaCThIX 00OCTpeHMH MH(EKUMH HUKHHUX
JBIXATENbHBIX IyTEeH, CYIIECTBEHHO YXYAIIAOIINX KaueCTBO )KU3HU NAIUEHTa,

o omacHeIX  (Oomee 200  Mi/CyT)  KPOBOTEUCHHMAX  MJIM  KPOBOXapKaHBE
(HEKOHTpPOJIUPYEMOE KOHCEpBAaTUBHON  Tepamueil) W3 JIOKAJbHOM 30HBI  MOPa)KEHUS.
ANbTEpHATUBON PE3EKIMU B MTOCIEIHEM Cllydyae sIBJIETCs SMO0IM3aus OpOHXUAIBHOW apTepuu

(OHpoBackysipHas YMOOIHM3aAIMs COCYI0B MUKposMbonamu) [1,2,3,4,5,7,15].

YYP-C, YA -2)
Kommenrapmii: xupypeuueckoe neuenue npogooam kpaiine peoko: )y NayueHmod ¢ JOKATbHbIMU
OpoHX0IKMAa3zamu, YNOPHOU peyuousupyrouell NnHeeMOHUel OOHOU U MOU dce JOKAIU3ayul,
4acmulMUu KpOBOMeEUeHUAMY, UHPUYUPOBAHUEM UNU ONUMENbHbIM Ce2MEeHMAaPHbIM KOIANCOM
J1e2K020, O0ObIYHO, MONLKO 6 meX CAYYAsAX, KO20a UCYEePNAaHbl B03MOICHOCHU KOHCEPBAMUGHOLU
mepanuu. Pewenue 06 onepayuu 3aseucum om paoa Gaxkmopog: uacmomvl U MmAICECMU
KPOBOXAPKAHbA, NOKANU3AYUU KposomeyeHus (u3 30ubl B3), nanuuus 10KanbHbix uiu oug@ysHuix

bD. Ux peyuousvl gosnuxarom y 20% nayuenmos nocie onepayui.

o Pexomenayercst manueHTaM ¢ OpOHXOPKTa3aMU W MHUKOOAKTEPHO30M  BBINOJHHUTH
OTICPAaTUBHBIN JTAr JieueHUus Tpu HeAH(HEKTUBHOCTH aHTUMHUKPOOHOHN TepaIruu: MPOrpecCUPOBAHNE

BOCHIAJICHUA C O6pa30BaHI/IeM MOJIOCTeH pacnmaga, pasBUTHUC PE3UCTCHTHOCTU K MAKpOJHUIaM,



pa3BUTHE OCIOXKHEHHH MHKOOakTepuo3a (KpOBOXapKaHbE, pPEIUAUBUPYIOMNE HWHQPEKINHA

pecnupaTopHOTo TpakKTa, NpUcoeIuHEeHre acepruuie3a u T.4.) [ 1, 2, 7, 8].

YYP-C,¥YA1-5).
KommenTapum:

[IpoTuBONOKa3aHUSMU K TPOBEICHUIO OTEPALIUH CITYKaT: 0OJIbIIas PacIpOCTPaHEHHOCTD Mpoliecca
(IByCTOpOHHEE MOPAKEHUE JIETKUX ), HATUUNE TSHKEJION COIMYTCTBYIOIIEH MMaTOIOTUH, BEIPAXKEHHBIX

JpIXaTeIbHbIX Hapymenui) [1, 2,7, 8 ].

Bonpoc 0 BO3MOKHOCTH U CpoKax IMPOBENEHUS XUPYypruueckoro BMmemarenbersa pemaercs BK ¢
yJyacTHEM Bpaua-xupypra M Bpauya-aHECTE3HOJIOTa-peaHuMarojora (C coriacus poaurteneit/
3aKOHHOI'O IPEACTAaBUTENS).

(VYP - C, VII -5).
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3.3 Uuoe Jeyenne

3.3.1 Kunesumepanus npu 6ponxoixmaszax
o [Taruentam ¢ OpOHXOPKTa3aMU pekoMeHJoBaHO mposeneHue kuuesutepanuu (KHT) mo

UHJIUBUyaIbHOW TporpaMMme (METOAMKH JIPSHUPOBAHUS OpPOHXMAIBHOTO JepeBa W JieueOHas
Gu3KyIbTYpa) C IeNblo yaydileHus 3Bakyaiuu Mokpotsl [Chang AB, 2018, Redding GJ. 2009,
Pasteur MC, 2010, Wu J, 2019, Lee AL, Burge AT, Holland AE., 2015, 2021].

(VYYP - C, VI - 5).

Kommentapum: Kunesumepanust - 00uH u3z 6axiCHbIX KOMNOHEHMO8 KOMNIEKCHO20 JledeHus: Oemeil
¢ Oponxosxkmazamu. Inasnas yenv npoeeoeHuss KUHEIUMeEpanuu — OuYuleHue OPOHXUANbHO20
oepesa om MOKpOmbl, KOMOPAs HAKANIUBACMCS 6 OpOHXOIKMA3AX, C030a6as YCA06UL Ol
pazeumust uH@eKyul 6 OPOHXONE20UHOI CUCIeEMe, 4 MAKHCe NOOOEPHCAHUE JLeSKUX 8 MAKCUMAILHO
@yuxyuonansnom cocmosnuu [Chang AB, 2018, Redding GJ. 2009, Pasteur MC, 2010, Wu J, 2019,
Lee AL, Burge AT, Holland AE., 2015, 2021]. Ocrosénbimu memoouxamu KHT siensiomes:

0 HOCMYPANbHYIL OPEHANC,

0 NEPKYCCUOHHBIU MACCANC 2PYOHOU KNeMKU,

0 AKMUBHBIU YUK ObIXAHUS,

0 OPEHAdICHBLE NOTONCEHUS,

0 aymozenHblLl OPeHaAd C;

0 mepanus, ¢ NOMOWbIO ObIXAMENbHLIX MPEHANCEPOB, CO30AIOWUX NONONHCUMENIbHOE OdBIeHUe

Ha 8bl0oXe, 8 MOM YUciie, ¢ KOHMPOJeM U pe2yiuposaHuem 2mo20 0aeieHus (cneyuaibHbvle MAcKu,
PARI PEP I, PEP S cucmemvl, mpenadtcep OblXAMENbHbIL C NEPEMEeHHbIM NOJOHNCUMETbHBIM
oasnenuem Ha eviooxe PARI 0-PEP mun 018 (¢pnammep) u op.);
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I(uHe3umepanuﬂ HA3Havaemcsa  ecem  nayueHmam ¢ MOMeHma  NoCnaHoeKu OMCZZHOS‘G,
quueudyanbHo 6 coomeenicmeuu deCﬂpOCmpaHéHHOCMbiO u ]lOKCUlué’ClI/;uei;l npoyecca.

YV epyonuvix oemetl 06vIUHO NPUMEHAIOM NACCUBHYIO MEXHUK)Y KUHE3UMeEPanuu, GKII0YaAOuyI0:

0 CneyuanbHvle OPEHAdNCHble NOJLOJNCEHUS, 6 KOMOPLIX VAVUUIAeMCs 38AKYAYUs CIu3u U3
JESKUX,

0 KOHMAKMHoe ObIXaHue,

0 maccasxc ¢ 1é2Kotl gubpayuel u no2naXCusaHuemM,

0 Kaonghmaccasxic;

0 3AHAMUS HA SUMHACMUYECKOM MAYe;

0 ObIXAHUE C NOMOWBIO MACKU, CO30AIOWell NOJIONCUMENTbHOE OABNIEeHUE HA 8bl00XE,

Opgexmusnocmsv mex unu unvix memooos KHT eapvupyem 6 3asucumocmu om uHOUBUOYANbHBIX
ocobenHocmell nayuenmos ¢ Oponxosxmaszamu. Yem maaowe pebénHok, mem 0oliee NAccusHvie
MEMOOUKU OPEHUPOBaHUss cledyem UCNONb306amb. HOBOPOINCOEHHBIM — BbLINONHAIOM  MOILKO
nepkyccuro u Kommpeccuro epyonou kiemku. Ilo mepe pocma pebGénxa ciedyem NOCHMENeHHO
8600umb  6OoNee  aKMuGHvle MemoOuKu, 00yuas NAYUeHMo8 MexHuKe KOHMPOIUPYeMO2O
OMKAULTUBAHUSL.

. [MarieHTaM ¢ OpPOHXOJKTa3aMH PEKOMCHIYIOTCS PETYJISPHBIC 3aHITHS  JieueOHOI
(GU3KYIBTYpOH C [ENbI0 YIAYYIICHHS OBAKyalldd MOKPOTBI, YKPEIUICHHs JbIXaTeIbHOM
MYCKYJIaTyphl, MOBBILIICHHS 3MOLMOHANBHOTO ToHyca mnamuenTta [Chang AB, 2018, Redding GJ.
2009, Pasteur MC, 2010, Wu J, 2019, Lee AL, Burge AT, Holland AE., 2015, 2021].

(YYP - C, VI - 5).

KommenTapmii: C panneco demcmea (Hauunas 3-x 1em) HeoOX00UMO CMUMYIUPOBAMb NAYUEHMO8
3AHUMAMbC  OUHAMUYMECKUMU — 6UOAMU  CHOPMA,  CA3AHHBIMU € HAZPY3KAMU  CpeoHell
UHMEHCUBHOCIU, OCOOEHHO CONPSNCEHHLIMU C NpedbleaHuem Ha ceedcem 8o30yxe. Dusuueckue
VAPAdICHEHUsT 00e2uaiom O4UWEeHUEe NOPANCEHHBIX YHACMKO8 Om  MOKPOMbL U  PA36UBAION
ovixamenvHylo u 06wyt myckyiamypy. Hexomopule ynpasicHenus yKpensiiom epyonyio KiemKy u
UCNPABIAIOM OCAHKY.

Taxoice xopowuti dphekm Onisi YKpenienus. ObIXaAmenbHOU MYCKYAAmypol U OUUWEHUS JESKUX
oxazvlearom 3ansmus nenuem (Chang AB, 2018).

B pedkux cnyyasax msasxcecmb cOCMOAHUA NAYUEHMA NOJHOCMbIO UCKIIOYAEM B03MOMCHOCHIb
3anamus usuveckumu ynpasxchenuamu. Ilosmomy 6onpocet cnopmueHol akmueHoCmu (8b100p
8UOA CNOPMA U HAZPY3KU) OONIHCEH peuiamyb Je4auull 6pad.

Iayuenmam ¢ 6poHx0dKmMasamu He ciedyem 3aHUMAMbCS OCOOEHHO MPABMAMUYHBIMU GUOAMU
cnopma (msicénas amiemukda, yymoOon, XOoKKell u m.n.), NHOCKONbKY OaumenbHoe 02paHudeHue
@usuyeckoll aKmueHOCMU, CEA3AHHOE C BOCCMAHOBIEHUEM NOCle Mpasmvl, HeONA2ONPULIMHO
CKA3b18AEMCS HA OPEHANCHOU (PYHKYUU NE2KUX.



Chang AB, 2018, Redding GJ. 2009, Pasteur MC, 2010, Wu J, 2019, Lee AL, Burge AT, Holland
AE., 2015, 2021

Chang AB, Bush A, Grimwood K. Bronchiectasis in children: diagnosis and treatment.

Lancet. 2018 Sep 8;392(10150):866-879. doi: 10.1016/S0140-6736(18)31554-

X.PMID: 30215382 Review.

Redding GJ.Bronchiectasis in children.Pediatr Clin North Am. 2009 Feb;56(1):157-71, xi. doi:
10.1016/j.pcl.2008.10.014.PMID: 19135586 Review.

Pasteur MC, Bilton D, Hill AT; British Thoracic Society guideline for non-CF bronchiectasis.
British Thoracic Society Bronchiectasis non-CF Guideline Group.Thorax. 2010 Jul;65 Suppl 1:i1-
58. doi: 10.1136/thx.2010.136119.PMID: 20627931 Review.

Wu J, Chang AB, Wurzel DF.Contemporary management of bronchiectasis in children. Expert Rev
Respir Med. 2019 Oct;13(10):969-979. doi: 10.1080/17476348.2019.1655400. Epub 2019 Aug
27.PMID: 31408389 Review.

Lee AL, Burge AT, Holland AE. Airway clearance techniques for bronchiectasis. Cochrane
Database Syst Rev. 2015 Nov 23;2015(11):CD008351. doi:
10.1002/14651858.CD008351.pub3.PMID: 26591003 Free PMC article.

Lee AL, Gordon CS, Osadnik CR Exercise training for bronchiectasis Cochrane Database Syst Rev

2021 Apr 6;4(4):CD013110. doi: 10.1002/14651858.CD013110.pub2.

3.3.2 Hympumuenas noooepicka

. B cBs3u ¢ BO3MOXHBIM pa3BUTHUEM THUIOTPOPHH B3POCIBIM U JAETAM C b3,
PEKOMEHIYEeTCSI MHAUBHIyalIbHAST KOPPEKIIMS palloHa Ha OCHOBE OIICHKH HYTPHUTHBHOI'O CTaTyca
[1,2,3,5,7].

Kommenrtapuii: /Juema oondicna obecneuusamv adekgamHoe KOIUHECMBO IHEPLemuyeckux u

numamenbHblX KOMNOHERmMOo6

4 MeanuuHcKas peaﬁl/lHHTaHHH, MEIUIHNHCKHUC NMTOKA3aHUA U

NMPOTHBONOKaA3aHUA K IPUMECHCHUIO METOA0B peaﬁmmTaunn

Ilayuenmam pekomenoyemcs nposeoerue peaburumayuoHHbIX MepoOnpPUAmMul, HayeleHHbIX

Ha noodoepaicanue 1e204HoU QYHKYUU.

5 IlpoduaakTUKa U AMCHIAHCEPHOE HAOII0eHHe,MeTUIIMHCKIE TOKA3AHUA U

HpOTI/IBOHOKa3aHI/Iﬂ K l'IpI/IMeHeHHIO METOA0B HpO(l)I/IJIaKTI’IKI/I
5.1 IlpoduaakTuka

Ipopunaxmuxa 3axnouaemcs 8 NPeoynpercoOeHUU U jleyeHuu maxceavlx uHgexyuil OpoHxos
U NHe8MOHUU y Oemel. Baxyunayus npomué Koxmowia, Kopu 68 OeKpemuposaHuvie CpPOKU,
PAYUOHATIbHOE UCNONb308AHUE AHMUOAKMEPUATILHBIX NPENaApamos npu Je204HblX OAKMeEPUAIbHbIX
unpexyusx cnocobecmeyem cHudiceHuro pacnpocmpanernnocmu bO.
s yayuwenus obwe2o cocmosaHus nayueHma ciedyem coonooams Mmepbvl Npo@dUIAKMUKU

06ocmpeHuL7, a n1euyebnvle meponpusimus O0JIICHDL npoeo@umbCﬂ KOMNJIEKCHO U 8 NOJIHOM 0ObeMme.
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Hayuenmam ¢ BI yenecoobpasno nposedeHue 6aKyuHaAyuyu nNPOMUE NHEEMOKOKKOBOU U
eemogpunvHou  uHgpekyull, edxcecoOnas eaxyunayus om epunna. Ciredyem HOMHUMb 00

0COOEHHOCMAX 8AKYUHONPODUAAKMUKY Y Oemell C UMMYHOOeDUYUMHBIMU COCTNOSHUSIMU.

L4 Bcem B3pOCJIBIM HaUCHTaM C 6p0HXO3KTa3aMI/I PCKOMCHAYCTCA BaKIHWHALIUA IIPOTUB
IpUIIa U MMHEBMOKOKKOBOM mHbpekuu [Miravitlles M, de Gracia J, Rodrigo MJ, et al. Specific
antibody response against the 23-valent pneumococcal vaccine in patients with alpha(1)-antitrypsin
deficiency with and without bronchiectasis. Chest 1999;116:946e52 Chalmers J.D., Aliberti S.,
Blasi F. Management of bronchiectasis in adults. Eur.Respir.J. 2015; 45: 1446-1462; DOI:
10.1183/09031936.00119114, ]. YYP-C, VI -5

KOMMeHTaDHI/I. BGKMMHGL!M}Z npomue cpunna _u NHEeBMOKOKKOBOU qu)eKl/ﬂ/ll/l nokKasasa npu

6p0Hx03Kma3ax, KAdK U npu dpveux XPOHUYECKUX 6DOHx0']l€20‘il-lblx 36160]166621—11/{}1)(?, XxomA

KOHKpéeniHvle OaHHblE O GIUAHUU 6AKYUHaAyuu Ha mevyerue 6DOHx03Km0306 omcymcmeyrom

[Miravitlles M, de Gracia J, Rodrigo MJ, et al. Specific antibody response against the 23-valent

pneumococcal vaccine in patients with alpha(1l)-antitrypsin deficiency with and without
bronchiectasis. Chest 1999:116:946e52  Chalmers J.D., Aliberti S., Blasi F. Management of
bronchiectasis in adults. Eur.Respir.J. 2015; 45: 1446-1462; DOI: 10.1183/09031936.00119114].

L4 Bcem ACTAM C B PEKOMCHI0BaHAa BaKIIMHAIIUA COI'NIACHO HaI_II/IOHaJ'IBHOMy KaJICHAapro
HpO(bHHaKTquCKHX IIPpUBUBOK, BKJIKOYAA BAKIIUHAIIUIO ITPOTHUB MHEBMOKOKKOBOM HH(beKHHH u OoT
rpurna ¢ nenbio npodunakruku [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L,
Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, Midulla F, McCallum GB, Powell Z, Snijders
D, Song WJ, Tonia T, Wilson C, Zacharasiewicz A, Kantar A. European Respiratory Society
guidelines for the management of children and adolescents with bronchiectasis. Eur Respir J. 2021

Aug 26:58(2):2002990]. VYP — C, VT - 5

IpoduiaakTuka nepeKpecHTHOro HHMPUIUPOBAHUSA

Tadoauua Ne .. Ilyru nepekpectHoro uHpuuuposanus [S].

Tun Onpenesenue MuKpPOOPraHusm
MRSA
[Ipssmoit HermocpencTBeHHBIN KOHTAKT € Pseudomonas aeruginosa,
KOHTAKT MHOUIUPOBAHHBIM (TIOIIETTYH ) Burkholderia cepacia complex
PCB
HemnpsiMmoii KOHTaKT KoHTakT ¢ ”HOUIIMPOBAHHBIMU Te e, 4TO U MpU NPSIMOM




Tun OnpenesneHue Mukpoopranusm
00BeKTaMu (pyKa, UTPYIIKA, IBEpHAST [KOHTAKTE
pyYKa, MEIUITMHCKOE 000PYIOBaHHUE)

MRSA

P aeruginosa

Burkholderia cepacia complex
Mycoplasma pneumoniae
Bordetella pertussis
Rhinovirus

Influenza virus

Adenovirus

RSV

Mycobacterium tuberculosis
Measles morbillivirus (Kops)
Varicella Zoster (Berpsinas
ocra)

SARS-CoV

IA3p030J1b >5 um, KOTOPBIA MOXKET
rnepemeniarbest Ha 1-2 M OT UCTOYHUKA
1 MTHPUIIPOBATH ITyTEM MPSMOTO
OCKICHUS Ha CIIM3UCTHIE 00OJIOUKH.

Bo3aynHo-KkanenbHbIi

IA3p030J1b <5 MKM, KOTOPBIH OCTaeTCs
Bo3ayuiHblii B3BEILICHHBIM B BO3/1YXE B TEUCHUE
(KarmenbHO-SIPBIIIKOBEII) |[ITUTEIHHOTO BPEMEHHU U BIIBIXAETCS B
HIDKHUE JbIXaTeNIbHbBIE MTYTH.

MRSA- metnnwiuiMH pe3ucTeHTHBIH S. aureus, PCB-pecnupaTopHO-CHHTHLIMATIBHBIA BHPYC;
SARS-CoV TSKENbIN OCTpBIH pecnupaTOpHBI CUHJIpOM KOPOHaBUPYC.



Hcrounnkom P. aeruginosa B OOJIBIIMHCTBE CIIy4aeB SIBIAETCS Boja (BOJOEMOB, BaHH,
pakoBUH U aymieBbix). OQHAKO, MOCKONBKY P. aeruginosa nosblie coXpaHseTcs B MOKpPOTE,
MOXKET IepeaaBaThbcs Yepe3 pyKomokarve B TedeHue 180 MUHYT mociie KOHTaMUHALMM KOXKU
[13].

DTOT MHUKpPOOpPraHu3M ObUI BBIIEICH U3 BO3AYIIHOW cpeabl OOJIbHUYHBIX Iajar,
KOPUJIOPOB KJIIMHUK U B KaOMHeTaX (PyHKIMOHAIBHON JUAarHOCTHKH dyepe3 45—120 MunHyT mocie
MOCEIICHUS] TAalMeHTa C CHHETHOWHOW wuHpeknued [14]. MeTHIMUIMH-PE3UCTEHTHBIN
3010THCThIA cTadmiokokk (MRSA) u BUpYCH Takke MOTYT PacHpOCTPaHATHCS KOHTAKTHBIM
WJIM BO3/YILIHO-KaNeabHbIM IyTeM [ 15, 16].

[To naHHBIM JTUTEPATYpPBl PUCK MEPEKPECTHON MH(MEKINU MPU OPOHXOIKTA3HIX HEBEIHK
U B HAaCTOsILEee BpeMs HE JOJDKEH OrpaHMYMBaTh JOCTYN K CHEHHATU3UPOBAHHON MOMOILH.
Onnako, ObUTM ONHKCaHBl Cilydyau mnpuoOpereHus P. aeruginosa ¢ MHOXECTBEHHON
JICKapCTBEHHON yCTOMUYMBOCTBIO MalMeHTaMu ¢ OpoHxoskTazamu 6e3 MB ot manuentoB ¢ MB
[17, 18].

JlanHble nuTepaTypbl 00 OTCYTCTBHUM THEPEKPECTHOM WH(EKUHUU, BbI3BaHHOU P.
aeruginosa, Mexay MaiueHTaMu ¢ OpOoHXO3KTazamu 0e3 MB, He HCKIIOYa0T MEPEKPECTHYIO
uHpekuo, Bei3BanHyio S. aureus, H. influenzae niu HTM B nonmynsiuu 3TuX O0JIbHBIX.

B cBsi3u ¢ orcyrctBueM Jl0Ka3zaTenbHOM 0a3bl B EBpomnelckux pekoMeHIanusx Io
OpoHXO9KTa3zaM MpobsieMa TEPEeKPEeCTHOrO0 MHQPHUIMPOBaHHS HE paccmarpuBaercs [19]. B
pe3ynbprare M30J1Ms TManueToB ¢ OpoHxo3kTazamMu 6e3 MB He pexomennyercs [20]. Tem He
MEHEE IepeKpecTHas IepeAada SHNUIEMHYECKUX INTaMMOB P. aeruginosa 0T TOMYISALNAN
601pHBIX MB manuenTtam ¢ 6ponxoskrazamu 6e3 MB nMena MecTo B HECKOJIBKUX CIIydasix, 4TO
HEOOXOJMMO YYMTHIBaTh NMPU OKA3aHWU METUIMHCKON MOMOIIM OOJIbHBIM C OpPOHXO3KTa3zaMu U
6o0spHBIM ¢ MB B o1HOM U TOM ke oTaenenuw 17, 18].

XpoHuueckass HMHQEKIUs OIpenenseT TsHKeCTb Te4YeHUs 3a00JeBaHUsl, YacToOTy
000CTpEeHUH, KaYeCTBO JKU3HM M JIETAIbHOCTh MalMeHToB ¢ Oponxoskrazamu (B2) [21, 22]. B
CBSI3U C OTHM TI€PBOCTEIIEHHOE 3HAYEHUE UMEIOT NMpouIaKTHKa HHPEeKIuu U 6opbda ¢ Hell.

[Ipopmnaktuka wuHpeKUMH JODKHA OBITH  HampaBleHAa Ha  MPeaylpexkacHue
UHOHUIHUPOBAHUS BO30OYIUTENSIMU U OOpbOY C OCIOKHEHMAMH. B 4acTHOCTH, OH BKIIIOYAeT
npoUIaKTUKY Tepesadyu, UMMYHOIIPO(UIAKTUKY U, UHOTAA, MPOPUIAKTUYECKOE MPUMEHEHNE

anTuOakTepuanbHOM Tepanuu [ 15, 23, 24].

[Ipodumnaktuka HHGUUUPOBAHHUS NAIMEHTOB C OpoHXO3KTazaMu ¢ MB nomkHa

MIPOBOJIUTHCS B COOTBETCTBUM C B KIIMHMYECKUMHU peKOMEHAAMsIMU [25].



Hwxke mnpencraBmensl pekomenmanum padoueit rpynmel (EMBARC -Epomneiickoe
MHOTOIIEHTPOBOE COOOIIECTBO MO KOHTPOJIIO U UCCIEIOBAHUIO OPOHXOAKTA30B), OTHOCHUTEIHHO

npopIIAKTUIECKUX MEp JUI IPEayIpexaeHus HHOUIUPOBaHHs OOJIBHBIX C OPOHXOIKTA3aAMHU.

W3-3a OTCYTCTBHSL TMOAPOOHBIX HCCIEIOBAaHUN M JJOKA3aTeIbCTB JaTb YETKHE
NPAaKTUYECKHE PEKOMEHJALUU OTHOCHTENBHO  HMH(EKIMOHHOTO KOHTPOJS y MAalMeHTOB C
OpOHXOD’KTa3aMH HEBO3MOXXHO. TeM He MeHee, KIMHUIUCTHl CaMH JOJDKHBI MPUHUMATD
pelieHuss 0 TOM, Kak pemarbh 3Ty NpobjieMy B CBOMX KJIMHHUKaX M pa3paboTaTh MOJIUTUKY
yIpaBJIeHUS] TOTEHIMAIBHBIMU PUCKAaMH MH()UUIMPOBAHUS NAIMEHTOB C OPOHXOIKTa3aMHU BO

BpEMsA OKa3aHUA UM MCI[HHHHCKOﬁ IIOMOIIH.

Js nanveHToB ¢ OpoHXoskTazamu ¢ MB  Heo0X0oaMMO NpHUAEPKUBATBCS BCEX
peKoMeHAanui, pa3pabdOTaHHBIX s NPOQWIAKTUKA XPOHUYECKOW wuHbekmuun npu MB.

(KITMHUYECKUE PEKOMEHAIMH UIN KOHCEHCYC).

Ecnu naumenTsl ¢ OpoHXOPKTaTHueckod Oose3Hbto 6e3 MB mpoxonsar nedeHue B
OonpHUIE, The Jedarcs OosbHble ¢ MB, TO BecTM Takux MNAUEHTOB PEKOMEHAYETCS B
COOTBETCTBUH C TEMH K€ CTPOTUMH IPOIETypaMyi HH()EKIIMOHHOTO KOHTPOJIS, YTO U MAIUEHTOB
¢ MB. DOt0 mnpeamonaraer, 4YTO MalUMEHTaM C OpPOHXO3KTa3aMHU HEOOXOOUMO u30erath
COBMECTHOI'O HCIIOJIb30BaHMsI aMOYJIaTOPHBIX INPUEMHBIX, KAaOWHETOB  WJIM OTAENCHUH C
nagueHTamMu ¢ MB. Bo Bpemsi pa3iuuHbIX MEpONpPHUITHH HalMeHTbl ¢ OPOHXO3KTa3aMH He
JOJKHBI UMETh IPSIMOTO KOHTakTa ¢ manueHtamu ¢ MB. Ilpu 3ToM nanueHThl 10JKHBI OBITH
IPOMH()OPMUPOBAHBI O TOM, YTO KOHTAKT C IPYTMMH MAllMEHTaMH MOXKET HECTH PUCK Nepeaadu
UHOQEKIMU. OTO MO3BOJUT MAalUEHTaM MPHUHATH pelleHHe O TOM, y4acTBOBAaTh JIM MM B
noloOHBIX MeponpusaTusx. He cineayeT mnamueHTaM IOCEIIaTh MEPOIPHUATHS C JPYTUMHU

NalUeHTaMHU, €CJIM Y HUX UMeeTcss 000cTpeHue 00JIe3HH.

HpI/I MNOCCIICHNUN TTOJIMKIIMHUK M 60J'IBHI/II_IBI HNaIuCHTBI OOJIXKHBI C06J'IIOI[21TL CTporue
MCPbI, KaCaroImuueCsa r’nrui€Hbl PyK 1 CTPEMUTHCA MUHUMHU3UPOBATH 06p330BaHI/I€ INOTCHIIMAJIbHO

MH(EKIMOHHBIX a3p030JIei, MPUKPBIBAs POT BO BPEMsI Kallllsl MJIM YUXaHUSI.

HOCKOHBKy HU3BCCTHO, UTO PYKOIIOKATUC ABJISICTCA OJHUM H3 OCHOBHBIX HyTefI nepeaayn

MUKpPOOPTraHU3MOB, TO PYKOIOKaTUe B MOJIMKIMHUKE WU OOJIbHULIE HE TOMYCKAETCS.

CJ'ICI[YCT CO6J'IIO,[[3.TL OCHOBHBIC MCPbI I/IH(I)GKI_II/IOHHOFO KOHTPOJIA C OCIIbI0 YMCHBIICHUS
TECHOI'O KOHTaKTa MCXKAY IMaluCHTaMMW, HAIPUMEP: HE ACITUTHCA 6210171, HaITUTKaMH,

MOOUJIbHBIMU Tesie(OHAMU U IPYTUMHU MTPEAMETaMHU.



BaxxHO cTpeMHUTBCSI CHM3UTh PUCK OOOCTPEHHS 3a CUET MPEAYNPEeKICHUS 3apa’keHus
BUPYCHBIMH M JApyruMH uHOpekuusMu. IloaTomMy  pexoMeHayeTcs manumeHTaM CoOI0aTh
CTaH/IapTHbIE MEPBI TUTMEHBI, TAKUE KAaK MBITBE PYK IIEpe]l €10, 1, 10 BO3MOKHOCTH, U30€raTh
KOHTaKTOB C JI€TbMHU M B3pOCJIBIMU C aKTUBHBIMU BHUPYCHBIMH HH(pekuusMu. [lamuentam c
OpOHXO’KTa3aMH HEOOXOAMMO MPOBOAMTH BaKIMHALIMIO IPOTUB I'PUIINA U APYTrUX UH(DEKI Ui B
COOTBETCTBUM C HAllMOHAJIbHBIMM PEKOMEHJAIUSMU W  HAIMOHAIbHBIM  KaJIEHAAPEM
npopHIAKTUIECKUX ITPUBHUBOK, a TAKXKE BAKIIMHAIMIO 110 SITUAMTOKA3aHHSIM.

W3-3a  otcyrctBus  noka3zaTenbcTB  A(G(GEKTUBHOCTH MacOK HE PEKOMEHIyeTcs
UCIIONIb30BAaTh MAacKM MalMeHTaM ¢ OpoHxodKTazamu 0e3 MB, eciau HeT 3nHIeMHUYEcKHX

HOKa3aHuM.
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5.2 lucnancepHoe Had/l01eHne

Ta6muma CtangapTHBIE KOHTPOJBHBIE TECTHI ISl TMHAMHYeCcKoro Habmoaenust b

Iloka3arenn Jlerkas cTereHb THKECTH Cpenne-Tskenasi CTeeHb TSKECTH
3a001€BaHNA
OlLieHKa MHIIEKCA TIKECTH WcxonHbiil ypoBEHb WcxonHbiil ypoBEHb

NUMT (Uuaexc macchl Tena) Exeromno Exeromno
YacroTa u TeUeHHUE Exeronno Kaxxnpie 6 Mecsies
o0ocTpeHmit

IToceB MOKpPOTBI Exxeronmo Kaxnpie 6 Mecsien
OrneHKa OJBIIIKH 110 KA Exeronno Kaxxpie 6 Mecsien




MRC

Crnupomerpust ExerogHo ExerogHo

KT (paguomoruueckas IIpu nuarnoctuke™ ITpu nuarnoctuke™
CTEIIEHb)

MukoOakTepHualbHbIN TTOCEB WcxonHpiil ypoBeHB ] HcxonHplii ypoBeHb ]
MOKPOTBI |

MOHHUTOPUHT HACHIIIIEHHSI
kuciopoaom (SpO2)

Exeronuno

Kaxxnpie 6 mecsiien

HccnenoBanue 0OCHOBHBIX
IIPUYUH

[Tpu nuarnoctukef

[Tpu nuarnoctukey

OneHka conmyTCTBYIOLIUX
3a00s1eBaHnil

[Tpu quarnocTtuke]

[Tpu quarnocTuke

*PaccmotpuTe Bo3MOXKHOCTD 1OBTOpHOr0 KT y manueHToB ¢ nepBUYHBIM UMMYHOAE(DUITUTOM C
MHTEPBAJIOM CKaHUPOBaHUS 3-5 JIET.

TOTO MOeT NOoTpeOOBaTHCS C YUETOM MECTHBIX MTOKa3aTelel pacpoCTpaHEHHOCTH
HETYOEpKYJIe3HOTr0 MUKOOAKTEPHUAIBHOTO 3a00JI€BaHUS JIETKUX, @ B HEKOTOPBIX IIEHTPAX MOXKET
noTpe0oBaThCs MPOBENICHHIE HAa PETyIIsipHOi ocHOBE. [Ipu 06ocTpeHrr MOTyT OTPEOOBATHCS

JOITOJIHUTCIIbHBIC ITIOCCBHI.

iIToBTOpHTE OOCIIEIOBAHNE, €CITM COCTOSHUE NAMEHTA YX Y IIIAeTCs.

6 Opranusanus oKa3aHusi MeIUIUHCKOHN MOMOIIH

lMepsuyHas  OuaeHocmuka U  1odbop  mepanuu  ocywecmensemcs 8  ycr108UsAX
cneyuanu3upo8aHHoO20 My/AbMOHOM02UYECKo20 CMAyuoHapa uau omoesneHus (nayueHmeol ¢
HemsMenbiM mevyeHuem, OCOBEHHO npuU KAMAMHeCcmu4yeckom HabawoeHuu moaym  6bimb

20CNUManu3upos8aHsl U 8 OHesHoU cmayuoHap). AaumensHocmes npebsisaHua 14-21 deHe.

B ambynamopro-norukiunuueckux ycioeusax npu nooo3peHuu uiu 8 ciyyde 6blieleHUs
Oponxonecounvix 3a001e6aHUll YiacmKogvle gpayu-neouampul([lucnaHcepHblii mpueM (0CMOTp,
KOHCYNIbTAIlMsI)  Bpada-TieauaTpa Y4acTKOBOTO)  OOJICHbL  HANPAGIAmb  NAYUEHMO8 HA
KOHCYnbmayuio K epauy-nyiemononozy (Ilpuem (0cMOTp, KOHCYJIbTAIHs) Bpada-yJIbMOHOIOT
HICPBUYHBI)

Yacmoma euzumoe nayuenma ¢ b3 ycmanaeénusaemcs unousuoyaibHo 6 3a8UcUmMocmu
om mAdMCecCmu medeHus U Imuonocuu 3abonesanus. B cpeonem KommponvHvle 0CMOmMpPbI
NAYUeHmos ¢ OPOHX0IKMA3aAMU OO0IHCHBL NPOBOOUMBCS He pedice | paza 6 200 (no nokazauusim -
yawe), ¢ edxceco0HvIM ucciedosanuem PBJ], camypayuu, Ixo-KI' ¢ donnieposckum anaiuzom u

nepuoouueckum koumponem KT opeanog epyonoii nonocmu (6 cpeonem I pas 6 2 200a).



7 JonoanuTenbHas uHpopManus (B TOM Yucjie (pAKTOPbI, BJIUAIOLINE HA

HCXO0 3200J1eBAHUS WJIN COCTOSTHUS

Ipu nanuuuu oepanuyeHHbIX nopadcenutl OPOHXUATLHO20 0epesd, PaHHell OUACHOCMUKE U
CB0EBPEMEHHOl mepanuu 6 yeiom O1a2oNpusmusii. Y nayuenmos ¢ npocpeccupyrouum
Yeunenuem CUMIMOMAMUKU U KPOBOXAPKAHbEM NPOSHO3 YXYOUIAemCcs U 3a6UCUM OM HAIUYUS
UU OMCYmcmeust Opy2ux poHO8bIX 3a001e8aHUL, CMENeHU NOPANCEHUsL U PACAPOCMPAHEHHOCMU
bD. Ilpu pacnpocmpanennvix npoyeccax yoice 8 O0emcKoM 803pacme y NAYyueHmos Mocym
PAaA3sUBAMbCsi CUMRIMOMbL JIe204HOU 2unepmen3zuu. 1Ipu nanuuuy MyKosucyuoo3a uiu msjicensbix
UMMYHOODUYUMHBIX COCMOSHUAX UCX00 OONE3HU 3A6UCUM He MOJbKO OM MOP@OI0cULecKUx
usMeHeHUll OPOHX08, HO U 0OYCIOBIUBAECMCS MeYeHUEeM OCHOBHOU NAMOI02UU.
7.1 Oopamumocms 6ponxoIKma3zoe

YV nexomopuwix demeii / noopocmkos dponxosxmasvl oopamumul u / unu npeoomepamuMbl.

VYposenwv yoeoumenvrocmu pexomendayuii B (yposenv 0ocmoseprnocmu dokasamenbcme — 3).

@akmopul, 6adcHvle O obpamumocmu u / uiu HPOPUIAKMUKU OPOHXOIKMA308,
BKIIOUAIOM: pDAHHee GblAGIeHUe U JleYeHUe BObIXAeMblX UHOPOOHBIX Mmell, NpeoomepaujeHue
PpauHell u maxceiol NHeBMOHUU, NPedomepaujeHue NOSMOPHO20 3aMANCHO20 DAKMEPUATbHOO0
opouxuma (3bb), neueHue nepPEUUHBIX UMMYHOOEDUUUMHBIX 3a001e8aHUL, BbI3LIBAIOUUX
Oponxoskmaszwl, cooelcmeue 2pyOHOMY BCKAPMAUBAHUIO U UMMYHUZAYUU, A MAKICe OMKA3 OMm

mabdbayno2o ovimMa u Opy2ux 3azpsazHumenei.

Xomsi Ooxazamenbcme HEMHO20, 6Ce WeCmb UCCIe008AHUll NOKA3AAU, YMO Nnpu
coomeemcmaylouem JleyeHUuu paHHue OPOHXOIKMA3bl ) HEeKOMopwlx Oemel / NOOPOCMKOS
oopamumbl u, credosamenvro, npeoomepamumvl [1-6]. Yacmoma pazpewienus unu yuyyuieHus
nocie coomeemcmeyioujeeo JedeHuss 'y Oemeti / NOOPOCMKOE € OPOHXOIKMA3AMU,
HOOMEEPHCOEHHBIMU NO OAHHBLIM KOMNbIOMEPHOU momozpaguu modxcem docmueams 64% [1].
Oonaxko cmeneHb 6b1300POGIEHUSL UMU  YIVYUIEHUS, 3AGUCUM OM  MANCECMU IMUOTIO2UL,
nexcawell 8 OCHO8e OPOHXOIKMA308, NPOBEOEHHO20 JledeHus U CHnocod onpeoeneHus
OPOHX09KMA308 (UCnonb3yeMble OuacHocCmudeckue Kpumepuu). Ypoeenv ybedumenvHocmu

pexomenoayuil B (yposenv 0ocmoseprocmu dokazamenvcmes — 2).

Buvisignenue u yoanenue acnupupOo8aHHbIX UHOPOOHLIX Mel U3 ObIXAMENIbHbIX nymell,
ocobenno 6 meuenue 14 ouetl, npedomspawaem pazsumue opouxoskmazos [7]. Koeoa neuenue
omxnaovieaemcs 6Oonee yem Ha 30 Owuetl, Oponxoskmaszvl Gozuuxarom y 060% Oemeii ¢

0CMasUUMUCSL UHOPOOHBIMU menamu [§].



Cywecmsyrom monvbKo KOc8eHHble OaHHble HAON0O0eHUll O Opyeux HNOMmeHYUaIbHbIX
gaxkmopax pucka pazeumus OPOHXOIKMA308 )y Oemeli / NOOPOCMKO8, KOMOpble GKIIYAIOM
cmpamez2uu, HANPAsleHHble HA CKYYEHHOCMb 6 OOMAWHUX YCIOBUAX, HEOOHOUWEHHOCMb U
yacmole, paHHue U msidicenvle ocmpvle UHDEKYUU HUNCHUX ObIXAMENbHbIX nymel (0COOeHHO

eocnumanuzuposartas nHeemonust) [10, 11].

Ilpeoomepawenue peyuousa 3amsadNiCHO20 OAKMEPUANLHO20 OPOHXUMA, BbI36AHHO2O
Hemunupyemoti H.influenzae u coxpamenue 2pyoH020 BCKAPMIUBAHUS AKHCE MOJCEM
npedomepamums  OpoHxoskmasel 8 oOyoywem [10, 12]. Vpoeewv ybeoumenvrocmu
pexomenoayuil B (yposenv docmosepnocmu dokazamenvcmes — 2).

7.2 Hcxo0vl u npoznos

Ilpoeno3 npu Opomxoskmazax cuivHo pasziudaemcs. Hexomopvie nayuenmol dcugym c
JlecKUMU OPOHXOIKMA3AMU 8 MeyeHUue MHO2UX Jiem, 8 MO 6peMs KaKk y Opyeux NnayueHmos
ommeyaemcs Ovicmpoe npozpeccuposanue 3a001e8anus ¢ UYACMbIMU 000CMPEHUAMU U
VCKOPEeHHbIM — CHUdICeHue  nokasameneti  ¢ynxyuu  neexkux [13, 14].  Obpamumocmo
PEHM2EeHONI02UYECKU — OUACHOCMUPOBAHHBIX  OPOHX0IKMA308 (umo  onpeoensemcs, Ko20d
VeenuuenHas OpoHxo-apmepuanbHas OuLamayus 8036pauaemcs K HOPMAalbHbIM 3HAYEHUSIM) -
B03MOJCHO NpU pAHHel mepanuu YUIUHOpU4eckux OpoHxosxmasos. Tax 6 00HOM UCCied08anul,
OpoHxuanvhas ouramayus y Oemeli NOIHOCMbIO paspewiunacs 6 6 u3z 21 uabawodenuil ¢
PEHM2eHoN02UYeCcKU OUACHOCMUPOBAHHBIMU OPOHXOIKMAZAMU NPU NOGMOPHBIX KOMILIOMEPHOT
momoepaguell  8vicOK020 — paspeuieHus  yepes 2—43  mecaya nocie  UHMEHCUBHOU

meouxamenmo3snot mepanuu (11501,

Yposenv yoeoumenvnocmu pexomenoayuii C (yposeHb 00cmosepHOCmu 00Ka3ameibCme —

3).

Puck cmepmnocmu npu OpoHX03KMA3AX MOINCHO pACCMAMPUBAmMb KAK B63AUMOCE3b
MedHcoy 803pacmom, NOBPeHCOeHUEeM JIe2KUX, 1e20UHOU uHgeKyuell, aKmusHoCmblo 3a001e8aHUs
u conymemeayrowumu 3abonesanusmu. Taxum obpazom, oyeHKa npocHo3a OO0JIHCHA YHUMbIEAMb
usmepeHue 8cex >Mux KOMHOHEHMO8 KAk y Oemell. AKMUSHOCMb 3a601e6anUs IyduLe 8ce20

oyerHueanlb no wacmome 060cmpeHuL7 u mAscenvlx 0500mp€HM12.

Takum obpazom, nayueHmsl ¢ 4acmviMu 000CMPEHUIMU, BbICOKOU CUMNMOMAMUYECKOU
Hazpy3Kot, 0Oonee OOWUPHBLIMU palduonocudeckoe 3a601e8anue U XPOHUYeCKds UH@eKyus,
ocobenHo ewi3ganHou P. aeruginosa, sAendiomca nayuewmamu ¢ Haubonee Oblcmpbim

KAuHuyeckuil yxyoutenuem 11411,



Becbma eeposmuo, umo nomumo ¢haxmopos, nexcawux 8 OCHO8e IMUOLOSUU U
00cyHcoaemMvlxX puckos cmepmu, opyeue @Qakmopwvl makice MO2Yym HOGIUAMb HA UCXOOb
OpoHX03KMA308 y Oemell. OOCMYN K MeOUYUHCKOMY O0OCHydcueanuro, 3¢gexmusHocms (u
cobno0ere) Meuamenbeme, CmeneHb maxcecmu OPOHX0IKMA308 Npu NepeuyHoOl NOCMAHOBKe

ouaeHo3a u coyuanvHvle hakmopwul [116, 171].

Taxkum obpazom paHHsAs OUASHOCMUKA U COOMBEMCMEYIoUUe BMeuamensbcmed Mo2ym
UBMeHUMb  ecmecmeeHHoe meyeHue Oponxoskmaszoe 'y oOemeu [118, 1901. Vposenv

yoeoumenvrocmu pekomenoayuil B (yposeno 0ocmoseprnocmu dokazamenvbemes — 2).
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6.1 OdpaTuMocTh OpoHX03KTa30B. [IpOrHo3 u ucxoabl OPOHX0IKTA30B Y
aerei.

Oopamumocms OpOHX0IKMA306.



VY HEKOTOpHIX AeTel / MOIPOCTKOB OPOHXOIKTa3bl 0OPATUMBI M / MM MPEJOTBPATUMBI.
YpoBeHb yoeauTeIbHOCTH peKoMeH1aluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3).

@DakTophl, BaXXHBIE JUII OOpPAaTHMOCTH W / WM TPOPUIAKTHKHA OpPOHXOIKTA30B,
BKJIIOUAIOT: paHHEE BbBISABICHUE U JIEYCHHE BIBIXAaEMbIX WHOPOAHBIX Tell, MPEeAOoTBpalleHue
paHHEH W TSDKEJNOM MHEBMOHMH, NPEIOTBPALICHHE MOBTOPHOTO 3aTSHXKHOTO OaKTepHaTbHOTO
opouxuta (3bb), neueHue mNEPBUYHBIX HWMMYHOACPUIIMTHBIX 3a00JICBaHHM, BBI3BIBAIOIINX
OpOHXO09KTa3bl, COACUCTBUE TPYJHOMY BCKApMJIMBAHHIO U MMMYHHU3AIMH, a TaKXe OTKa3 OT
TabauHOTO JIbIMa U JPYTUX 3arps3HUTENCH.

XOoTs J0Ka3aTeiabCTB HEMHOIO, BCE IIECTh MCCIENOBAaHMW MOKa3ald, 4YTO NpHU
COOTBETCTBYIOILIEM JICUEHUU paHHUE OpPOHXOIKTa3bl y HEKOTOPBIX JeTed / MOJPOCTKOB
00paTUMBI H, CJIEJO0BATENbHO, MpeaoTBparumbl [1-6]. YactoTa paspelieHuss Wiau YIydlIeHUs
MoClie  COOTBETCTBYIOLETO JIEUEHUS Yy JeTell / TMOAPOCTKOB C PEHTTEHOJIOTHYECKU
MOATBEPKICHHBIMH  OpPOHXOPKTa3aMH MOXKeT gocturath 64% [1]. OpHako creneHb
BBI3JIOPOBIICHUSI WM YJIYYIIEHHUS, 3aBHCUT OT TSDKECTH OTHOJOTHH, JeXallell B OCHOBE
OpOHXOPKTa30B, MPOBEACHHOTO JICUYCHHS W  CIOCO0  ompeneneHuss  OpOHXOIKTa30B
(ucmonb3yeMble TUAarHOCTUYECKHE KPUTEPHH). YPOBeHb YOeAUTEeIbHOCTH peKkoMeHaanuii B
(YPOBEHB IOCTOBEPHOCTH /I0KA3ATEJIbCTB — 2).

BrisiBnenue u ypnaneHue acnUpUPOBAHHBIX WHOPOJHBIX TEN W3 JIBIXaTENbHBIX IMyTEH,
0COOEHHO B TeueHue 14 mHel, mpenoTBpamiaeT pa3Butue OpoHxoskrazoB [7]. Korma neuenue
oTKJapIBaeTcsa Oonee uem Ha 30 nHel, OpOHX03KTa3bl BOSHUKAIOT y 60% eTelt ¢ ocTaBUIMMUCS
WHOPOJHBIMH TeJlaMH [ §].

CyliecTBYIOT TOJIBKO KOCBEHHBbIC JaHHble HAOMIOJEHUI O JPYrux MOTCHIIMAIBHBIX
dakTopax pucCKa pa3BHTHS OpPOHXOIKTA30B y JETeH / MOIPOCTKOB, KOTOPHIE BKIIOYAIOT
CTpaTeruu, HalpaBJIEHHbIE HA CKYY€HHOCTh B IOMAIIIHUX YCJIOBUSAX, HEIOHOIIEHHOCTh U YacThIe,
paHHUE W TSOKENIbIE OCTphle HWH(MDEKIUM HIKHUX JBIXaTCNbHBIX IMyTed (0COOEHHO
rocnuTaM3upoBanHas maeBMonus) [10, 11].

[IpenoTBpaiieHue peuuauBa 3aTsDKHOTO OakTepuaibHOro OpOHXHUTA, BBI3BAHHOIO
Hetunupyemoir H.influenzae u coxpaHeHHe TpyAHOTO BCKAPMIIMBAHHS TakKKe MOKET
Ope0TBPaTUTh  OpoHX03KTa3el B Oyaymem [10, 12]. VYpoBenb y0enuTeIbHOCTH
pexoMenaanuii B (ypoBeHb 10CTOBEPHOCTH 0KA3ATEILCTB — 2).

Ilpozno3 u ucxoowt.

[IporHo3 mpu OpOHXO3KTa3axX CUJIBHO paszinudaercs. HekoTopele ManueHThl >KUBYT C
JETKUMH OpPOHXOJKTa3aMU B TEUEHHWE MHOTHUX JIeT, B TO BpeMs KaK y JAPYTruX MaIMeHTOB
OTMEYaeTcsl OBICTpOE TMPOTPECCUpOBaHUE 3a00J€BaHUSA C YACTBIMH OOOCTPEHUSAMH U
YCKOpEHHBIM  CHIDKEHHE ToKaszarenel ¢yHkimuu jerkux [13, 14].  OOpatumocts
PEHTI€HOJIOTUYECKH  JIMarHOCTUPOBAHHBIX ~ OpPOHXO3KTa30B  (YTO  ompejensercs, Korjaa
yBeJIMUEHHasT OpOHXO-apTepHalbHasl TUIaTallds BO3BpPAIAeTCs K HOPMAJIbHBIM 3HAYCHHSIM) -
BO3MOXKHO IIPU paHHEH Tepanuu HUIUHAPUIECKHX OpOHX0IKTa30B. Tak B 0JTHOM HCCIIEI0BaHUH,
OpoHxManbpHasl JIWiaTalMs y JAeTeill MONHOCThIO paspemmiach B 6 u3 21 HabmogeHuit ¢
PEHTTE€HOJIOTUYECKH AMArHOCTHPOBAHHBIMU OpPOHXO03KTa3aMU IpPHU MOBTOPHBIX KOMITbIOTEPHOM
ToMorpaduell  BBICOKOTO  paspelieHuss uepe3 2-43  Mecsma 1ocie  HMHTEHCUBHOM
METUKaMEHTO3HOH Tepanuu [15].

YpoBenb  yOenurenbHocTH  pexkoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3).

Puck cmepTHOCTH mpu OPOHXO’KTa3aX MOXKHO paccMaTpUBaTh Kak B3aWMOCBSI3b MEXIY
BO3pPAacTOM, IOBPEXKJIEHUEM JIETKUX, JIETOYHOM HH(EKIuel, aKTUBHOCThIO 3a00JieBaHUS U
COITYTCTBYIOIIMMH 3a00JeBaHUAMHU. TakuM 00pa3oM, OILEHKa MPOrHo3a JOJDKHA YYHUTHIBATH
U3MEpEHHe BCEX STUX KOMIIOHEHTOB KakK y JeTell. AKTUBHOCTb 3a00JI€BaHMs JIydllle BCEro
OLIEHUBATh [0 YacTOTE OOOCTPEHUH U TSHKEIBIX 000CTPEHUH.

Takum 00pazoM, MalueHThl C YaCTHIMH OOOCTPEHUSIMHU, BBICOKOW CHUMIITOMATHYECKOMN
Harpy3kom, Oosiee OOLIMPHBIMU paJMOJIOTHYECKOE 3a00JieBaHUE M XpOHMYECKas HHQEKIHs,



0co0eHHO BbI3BaHHOH P. aeruginosa, sBISAIOTCS MallMeHTaMU ¢ Hanbosee ObICTPHIM KIIMHUYECKUN
yxyamenuem [14].

Becpma BeposiTHO, 4TO TOMHUMO (aKTOPOB, JIEKAIIUX B OCHOBE OTHOJOTUH U
00CY)XIaeMBIX PHCKOB CMEpPTH, Apyrue (aKkTopel TaKKe MOTYT TOBIUATH HA HMCXOJBI
OpOHXO9KTa30B y JeTel: JOCTYN K MEIUIIMHCKOMY OOCITY)XHBaHUIO, 3((EeKTUBHOCTh (H
COOJIIO/IeHNE) BMEIIATENbCTB, CTEIECHb TSHDKECTH OPOHXOAPKTA30B IPH NEPBHYHON MOCTAHOBKE
JIarHo3a u coranbHbie GakTopsl [16, 17].

Takum 00pa3oM paHHSS AMArHOCTMKA M COOTBETCTBYIOLIME BMELIATEIbCTBA MOTLYT
U3MEHHUTh €CTECTBEHHOE TeueHHe OpoHX0dKTa30B y aereil [18, 19]. YpoBenb ydenureabHOCTH
pexomeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2).

Cnucok nureparypsbi:

1. Gaillard EA, Carty H, Heaf D, et al. Reversible bronchial dilatation in children:
comparison of serial high-resolution computer tomography scans of the lungs. Eur J
Radiol 2003; 47: 215-220.

2. Haidopoulou K, Calder A, Jones A, et al. Bronchiectasis secondary to primary
immunodeficiency in children: longitudinal changes in structure and function. Pediatr
Pulmonol 2009; 44: 669-675.

3. Eastham KM, Fall AJ, Mitchell L, et al. The need to redefine non-cystic fibrosis
bronchiectasis in childhood. Thorax 2004; 59: 324-327.

4. Baris S, Ercan H, Cagan HH, et al. Efficacy of intravenous immunoglobulin treatment in
children with common variable immunodeficiency. J Investig Allergol Clin Immunol
2011; 21: 514-521.

5. Crowley S, Matthews I. Resolution of extensive severe bronchiectasis in an infant.
Pediatr Pulmonol 2010; 45: 717-720.

6. Mansour Y, Beck R, Danino J, et al. Resolution of severe bronchiectasis after removal of
long-standing retained foreign body. Pediatr Pulmonol 1998; 25: 130-132.

7. 128 Mallick MS. Tracheobronchial foreign body aspiration in children: A continuing
diagnostic challenge. Afr J Paediatr Surg 2014; 11: 225-228.

8. 129 Karakoc F, Karadag B, Akbenlioglu C, et al. Foreign body aspiration: what is the
outcome? Pediatr Pulmonol 2002; 34: 30-36.

9. Byrnes CA, Trenholme A, Lawrence S, et al. Prospective community programme versus
parent-driven care to prevent respiratory morbidity in children following hospitalisation
with severe bronchiolitis or pneumonia. Thorax 2020; 75: 298-305.

10. Valery PC, Torzillo PJ, Mulholland EK, et al. A hospital-based case-control study of
bronchiectasis in Indigenous children in Central Australia. Pediatr Infect Dis J 2004; 23:
902-908.

11. Singleton RJ, Valery PC, Morris P, et al. Indigenous children from three countries with
non-cystic fibrosis chronic suppurative lung disease/bronchiectasis. Pediatr Pulmonol
2014; 49: 189-200.

12. Wurzel DF, Marchant JM, Yerkovich ST, et al. Protracted bacterial bronchitis in
children: Natural history and risk factors for bronchiectasis. Chest 2016; 150: 1101-1108.

13. Chalmers, J. D. et al. Characterization of the “frequent exacerbator phenotype” in
bronchiectasis. Am. J. Respir. Crit. Care Med. 197, 1410-1420 (2018).

14. Chalmers, J. D. et al. Neutrophil elastase activity is associated with exacerbations and
lung function decline in bronchiectasis. Am. J. Respir. Crit. Care Med.195, 1384-1393
(2017).



15.

16.

17.

18.

19.

Gaillard, E. A., Carty, H., Heaf, D. & Smyth, R. L. Reversible bronchial dilatation in
children: comparison of serial high-resolution computer tomography scans of the lungs.
Eur. J. Radiol. 47, 215-220 (2003).

Chalmers, J. D. & Chotirmall, S. H. Bronchiectasis: new therapies and new perspectives.
Lancet Respir. Med. 6, 715-726 (2018)

Aliberti, S. et al. Quality standards for the management of bronchiectasis in Italy: a
national audit. Eur. Respir. J. 48, 244-248 (2016).

Chalmers, J.D., Chang, A.B., Chotirmall, S.H. et al. Bronchiectasis. Nat Rev Dis Primers
4, 45 (2018). https://doi.org/10.1038/s41572-018-0042-3

Chang AB, Fortescue R, Grimwood K, et al. Task Force report: European Respiratory
Society guidelines for the management of children and adolescents with bronchiectasis.
Eur Respir J 2021; in press (https://doi.org/10.1183/13993003.02990-2020



https://doi.org/10.1038/s41572-018-0042-3

PucyHoK 1 BegeHune naumeHTa ¢ nporpeccMpoBaHuem 3abonesaHus (b3)



YxypaLwarwowmiica naymeHt

3HauUTENIbHOE U NPOAOJIKUTENBHOE YXYALWEHME CUMITOMOB
YyauwieHre 060CTPEHUIN UK UX TAKECTU
YacTble rocnutannsaunm

PaHHWI peungms nocne nevyeHma obocTpeHn

BbICTPOE CHUMKEHUE PYHKLMN NETKMX

OLIEHKA
1. O6ecneynTb NOHMMaHMWE NAaLUEHTOM
2. OueHUTb NporpeccupoBaHue 6onesHu
CaTypauma KMcaopoaom
FAK npu HeobxogmmocTu

CnupomeTpms 1 uccnefoBaHWe 06bEMA NETKUX U
rasoobmeHa

KT rpyHOM KNeTKK (C KOHTPACTOM, ecnm
nofo3pesaeTcs sieroyHas amboaus)

3. MpoussecTn nepeoL,eHKy NaToreHoB

MokpoTa C+S (pyTMHHan 6akTepmosiornsa un
KynbTypbl rpnbos)

3 06pasLa MOKPOTbI 41 MUKOBaKTepuanbHOM
KyNbTYpbI

EC/ MOKPOTbI HET, PaCCMOTPETb BO3MOXHOCTb
MHAOYUMPOBAHHOW MOKPOTbI nan BA

4. OnpepennTb OCHOBHYIO NPUUNHY

OAK, IgE, IgE k acneprunnam, IgG k acneprunnam
1A Hosoro passutua ABJTA

IgG, IgA 1 IgM 1 PyHKLMOHaNbHbIE aHTUTENa ANA
NpoBepKM oTcyTCTBUA HEOBXOAMMOCTH B
3amecTuTENbHON Tepanuu Ig

MNpoBepwuTb, YTO onpeaeneHHble 3TUON0rUK Bblan
MCKAoYeHbl, B YacTHocTM MB, ABJIA, I3PE, OB,
BOCnanuTenbHble 3a601eBaHUA KULLEYHMKA

5. Yuectb conyTcTylowme 3abonesaHus

SxoKkapanorpamma ana oueHku GyHkumm JK n
NéroyHoM rMnepTeHsmm

Onpeaenuts Haanume 3a601eBaHNUA HOCOBbIX Nasyx
M 3bdEKTUBHOCTb OT leyeHusn

M ckntounTb /13 npm nogo3peHnmn

onTMMusALUnA

1. KnupeHc gbixatenbHbIX nyTen
YTOUHWTb cooTBETCTBME

HanpasuTb K pu3noTepanesTy ANs yTOYHEHUA
ONTYMaNbHOTO PEXMMA +/—1ero4HOMN
peabunuTaumm

PaccmoTpeTb BO3MOXKHOCTb MYKOAKTUBHOIO
nevyeHnA

2. O6ocTpeHun

Y6eanTbea, 4TO NaLuMeHT noaydvaet
CBOEBPEMEHHbIE U COOTBETCBYIOLLME
QHTUBUOTUKM

MpoBepuTb NPaBUALHOCTb
NPOAOIKUTENBHOCTU NPpUEMa aHTUBUOTUKOB

Y6eamTbca, 4TO HET NOKA3aHWi gna
BHYTPUBEHHOMN aHUTUBUOTMKOTEPANUMU

3. Kucnopogp,

HazHauuTb LTOT, ecnm Kputepum
COOTBETCTBYIOT

OANbHEMLLEE BEAEHUE

/leunTb COrNacHo YCTaHOBIEHHOM NPUYMHBI
o60cTpeHus 1 nporpeccMposaHua 6on1e3HU
lecnin oHa o6HapyxeHa

leunTb conytceyouime 3abosieBaHuA

PaccmoTpeTb BO3MOXKHOCTb BHYTPUBEHHOTO
Kypca aHTM6MOTUKOB

PaccmoTpuTe BO3MOXHOCTb Npuema
QHTMBMOTUKOB ANUTENBHOTO AeNCTBUA (CM.
anroputm neyexms)

PaccmoTpeTb npu Heob6xoAMMoCTH
LTOT+/—HWUBN

Xupypruyeckoe BmeLLaTesbCcTBo
[TpaHcnaaHTaumio

nallllVIaTVIBHyI'O nomoulb




CoKpalueHus:

I'AK: rasbl apTepmanbHOM KPOBM

KT: KomnbtoTepHaa Tomorpadums

N13: neroyHas ambonuns

BAJ1: 6pOHX0aNnbBEONAPHDBIA NaBaXx

OAK: 0bwuii aHanus Kposu

IgE: ummyHornobyauH E

IgG: umMmyHornobynuH G

ABJ1A: annepruyeckumii 6poHX0NeroYHbI acnupruanes
Ig: uMmyHOrN06YANH

MB: myKosmncunao3

'3PB ractpoasodareanbHan pedtokcHas 60s1e3Hb
OBMU o6wwmnit BapnabenoHblii UMMYyHOAeOUUNT
JUK: nesbili }enygouek

LTOT: JonrocpoyHaa KNCAOpOAHaA Tepanmsa
HWB/1: HeMHBa3MBHAA BEHTUAALMA NETKUX

KpnTeme OIlEHKH KAa4YeCTBA OKA3aHUA MeIUIMHCKON MOMOIIH

Taoauna 1 - OpFaHI/ISaHI/IOHHO-TGXHI/I‘IGCKI/IG YCJIOBUSA OKA3aHUA MGHHHHHCKOﬁ IIOMOIIH.

Bua MmeanULMHCKOM NOMOLLM
MeANLMHCKasa NOMOLLb

cneunannsnpoBaHHana, B TOM 4NCsie BbICOKOTEXHOIOTMYHAA,

Bo3spacTtHasa rpynna [eTun, B3pocible

YcnoBuA oKazaHUA meauLMHCKOM

nomoLlu CTaUMOHAPHO, B AHEBHOM CTaLMOHape, ambynaTopHO

dopma oKazaHUA meanLMHCKON
nomouim

naaHoBaA

®a3a 3abonesaHua, apyrue
BHe 3aBucMmocTH
XapaKTePUCTUKU (MPpU HaANYMK)

Tabauna 2 - Kpurepuu kauecTBa 0Ka3aHUsi MEJUIIMHCKOM MOMOIIN

Yposenn Yposennb
Ne Kpurepnii J0CTOBEPHOCTH | y0eAUTEILHOCTH
A0Ka3aTeJIbCTB peKOMeHIlaIIHi/'I
1 BrlnosnHeHa KOHCYIbTALMS Bpa4OM- C 5
" | IYJIBMOHOJIOTOM
BrimonHeHa komnbioTepHas ToMmorpaduu C 15
2. | OpraHoB Ipy/IHO MOJOCTH (TPU MOCTAHOBKE
JIMarHo3a)
3 | BbinonHeHo 6akTeprosIornieckoe uecie10BaHne C 15
MOKPOTHI (MHAYLIUPOBAHHOW MOKPOTHI,




TpaxeaqbHOT0 aclupara) ¢ ONpeeIeHuEM
qYBCTBUTEIHLHOCTH BO30YIUTENS K
AHTUOMOTHKAMU U JIPYTHM JICKaPCTBEHHBIM
npenapartam (eciii He ObUIO MPOBEJCHO B TEUECHUE
npeamecTByromero 1 roga (MUHUMYM))

BpInoJIHEHO JONIOIHUTEIBHBIE UCCIEA0BAHUS IS C 15
4, | yTOYHEHHUS OSTUOJIOTUM  OpOHXO’KTa30B (MO

MIOKA3aHUsIM)

Brimonneno wuccrnenoBanue (QpyHKIUM BHEUIHETO C 15
5. | ApixaHusi (P OTCYTCTBHM MPOTHBOIOKA3AHMIA)

nocie 6 jer
6 BrimonHeHo wucciiejoBaHre ra3oB KPOBU H/WIK C 15

" | IYJIBCOKCHUMETPHUS

[TpoBenena Tepanus aHTUOAKTEPHATILHBIMH C 15

JIEKapCTBEHHBIMU MpernaparaMu (ipu 000CTpeHUuu

XPOHUYECKOT'O BOCTIAIUTEIBHOTO
7 OpPOHXOJIETOYHOT'0 TPOIIECCa COTIACHO

YYBCTBUTCIIbHOCTU BBIABJIICHHOI'O BO36YILI/ITCJI$I
NI aHAMHCCTHUYCCKUM JJaHHBIM O B036YIII/ITCJIC u
€TI0 YYBCTBUTCIBHOCTHU U IIPU OTCYTCTBHUU
MCOULIMHCKHNX HpOTI/IBOHOKa?»aHI/H‘/‘I)

BoinonHeHa OpOHXOCNA3MOJIUTHYECKAs TEpaNus C 15
8. | (mpu Hanmuuuu oOpaTUMON OOCTPYKLMU HUNKHHX
JIBIXaTeTbHBIX ITyTe)

[lpoBenena kuHe3uTepanus (OpU  HAIWYUU C 15
MOKa3aHUN ¥ OTCYTCTBUU MPOTUBOMNOKA3aHUIN)
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nynbeMmoHonorun Uucruryra Knunnyeckoit Meaumuast ®I'AOY BO «Ilepsbiit MI'MY um.
.M. CeuenoBa» Munszapasa Poccun; pykoBoautens kaunudeckoro otaena ®I'bY «Hayuno-
UCCJIEIOBATENLCKUN HHCTUTYT MyJIbMOHOIOTHH DeiepanibHOro MEANKO-O0NOIOTUYECKOTO

arCHTCTBa», TJIaBHBIM BHEUITATHBIM CHEIUATUCT ITYJIbMOHOJIOT MI/IH3I[paBa Poccun

benesckuii A.C. - 1.M.H., npod., [Ipesugent MOO «Poccuiickoe Peciupatoproe OO01iecTBo»
TJIaBHBIA BHEIITATHBIN MyJbMOHOJOT JlenapTamMenTa 3apaBooxpaHeHusi MOCKBBI, 3aBEAYIOIINN
Kadeapoi myJTbMOHOJIOTHH (aKyIbTETa JOMOTHUTEIBHOTO MPOGeCCHOHATHFHOTO 00pa30BaHUS

I'BOY BIIO PHUMY um. H.U. [Tuporosa Mun3apasa Poccun

MamnaxoB A.b. - 1.M.H., TJIaBHBII BHEIITATHBINA JETCKHUI CIIENUATNCT MyIbMOHOJIOT, Mpodeccop

OI'AOY BO «lepsbiit MI'MYVY um. U.M. CeuenoBa» Munzapasa Poccun

I'enne H.A. - n.m.H., pod., 3aciy>keHHbII Bpau Poccun, 3aBenyromas kagpeapon A1eTCKux
6one3neit neyebHoro pakynprera PI'AOY BO «Ilepsbiit MI'MY um. U.M. CeuenoBay»

Mun3snpasa Poccnn

Ozepckas U.B. - k.M.H., acc. kadenpsl gerckux O0osne3neit Macruryra 3nopoBbs neteit ®I'AOY

BO «llepssiit MI'MYVY um. U.M. CeuenoBa» Munsnpasa Poccun

Coxonuna U.A. - K.M.H., 101IeHT Kadeapsl peHrenonoruu u paguonoruun ®I'bOY 10

PMAIIO Munznpasa Poccun, rinaBHbIi BHEIITATHBIN CIIEHUAINCT JIy4eBOW AUarHocTuku ['bY3



«MOCKOBCKHI HAYYHO-TIPAKTHYECKUH TIEHTP 00phOBI ¢ TyOepKyne3om JI3M» r.Mockaa,

crapumiit HayuHbii cotpyaHuk I'bY3 «HIIKI] JuT JI3M» r.MockBa

Kongapateesa E.1. - n.m.H, npod., pykoBOAUTEIh HAYYHO-KJIMHIUYECKOTO OT/IeNa
MykoBucuunoza ®I'bHY «Mennko-reHeTnuecKkuii Hay4Hblid HEHTp uM. akajgemuka H.I1
Boukosa» MunoOpHayku Poccum, 3aB. otaenenuem mykosuciuaoza ['bY3 MO «MOKILI»,
npodeccop kadeapsl GakyIbTETCKON U TOCIIUTAILHOMN nieanarpuu, [lepmckuit
roCyJapCTBEHHBIN MEIUIIMHCKUM YHUBEPCUTET, SKCIIEPT KOMUTETA IO TUarHOCTUKE

EBporneiickoro obmectsa no mykosuciuaosy (ECFS)

Muzepuaunkuii FO.JI. — n.m.H., mpodeccop, 3aBeAyOIINI OTAEICHUEM XPOHUIECKUX
BOCTIAJIUTENBHBIX U amieprudeckux oomnesneit terkux HUKU nenuatpun um. akagemuka FO.E.
Benprumesa ®I'AOY BO PHUMY um. H.U. [TuporoBa Munsapasa Poccun, pykoBoauTesns

Bcepoccuiickoro 1eTckoro Hay4HO-IPAKTUYECKOTO MYJIbMOHOJIOTHYECKOTO LIEHTPa

Kosanes 1.A. - n.m.H., mpodeccop, 3am. nupektopa HUKU neauarpun um. akagemuka FO.E.

Benprumesa ®I'AOY BO PHUMY um. H.U. [Tuporoa Munsapasa Poccun

Jle H.C. - x.M.H., BeqyllIUil HAYYHBIA COTPYAHUK OTACIICHUS] XPOHUUECKUX BOCIAIUTEIbHBIX U
amuteprudeckux 6onesneit serkux HUKUW nenuarpuun um. akagemuka FO.E. BenpTumena

OI'AOY BO PHUMY um. H.U. Iluporosa

boropan A. E. — Bpau-nmyJIbMOHOJOT OTJI€JI€HUSI XPOHUYECKHUX BOCHAIUTENBHBIX U
amueprudeckux 6onesneit serkux HUKUW nenunarpuum um. akagemuka tO.E. BenpTumena

OI'AOY BO PHUMY um. H.N. Iluporosa Munsapasa Poccun

HpsikoBa C.O. — K.M.H., BEyIlIUH HAYYHBIA COTPYIHUK OTAEIEHUS XPOHUUECKUX
BOCHAJIMTENbHBIX U ameprudyeckux oomnesnedt nerkux HUKU nenunatpun um. akanemuka lO.E.

Benprumesa ®T'AOY BO PHUMY um. H.U. [Tuporosa
Hogak A.A.

Cumonosa O.U. - 1.M.H., 3aBenyromias myJibMoHosorndyeckuM otaenennem OI'AY «HMUL]
310poBbs eTei» Mun3zapasa Poccun; npodeccop kadeapsl neanaTpun 1 1eTCKOR
pesmatonoruu PI'AOVY «llepsriit MI'MVY um. .M. CeuenoBa» Mun3npasa Poccun
(CeueHOBCKMIT YHHUBEPCHUTET); PYKOBOJAMUTENb KabrHETa MyKoBHUCIHA03a Mopo3osckoii JII' Kb

Nel



[Ilepman B./I. - K.M.H., BEAyIIHI HAYYHBIH COTPYJHUK HAYYHO-KJIMHUYECKOTO OTIEa
MykoBucuunoza ®I'bHY «Mennko-reHeTnuecKkuii Hay4Hblid HEHTp uM. akajgemuka H.I1
BoukoBa» MunoOpHayku Poccuu, uieH pabodeid TpyIibl SKCIEPTOB MO0 HEOHATATTLHOMY

ckpunuHTy EBpomneiickoro obmiectBa mo mykouciuao3y (ECFS)

Boponkosa A.1O. - K.M.H., BEAYIIUI Hay4YHbIH COTPYAHUK HAYYHO-KJIMHUYECKOTO OTJEIA
MykoBucuuaoza, ®I'bHY «Menuko-reHeTHuecKuii HayqHbId HEeHTp uM. akagemuka H.I1

boukoBay MunobpHayku Poccun

Kekanre E.K. - K.M.H., cTapIMil HAy4YHBIM COTPYIHUK HAYYHO-KIMHUYECKOIO OT/AEIIA
MykoBucuuaosa, ®I'bHY «Menuko-reHeTHuecKuii Hay4yHbId HeHTp UM. akagemuka H.I1

boukoBa» Muno6puayku Poccun

I'em6Outkas T.E. - 1.M.H., mpodeccop, pyKOBOIUTEH OTACIIA TEPANICBTUICCKON MyTbMOHOJIOTHI
HUU nynsmononorun HKULL, ®I'BOY BO IICII6 'MYVY umenu akanemuka M.I1.ITaBnoBa

Munzapasa Poccum.

Awmenuna E.JI. - k.M.H. 3aBenyrorias maboparopueii mykosuciumosa, ®I'bY HUU

[Tynsmononoruu ®MBA Poccun

Kpacosckuii C.A. - K.M.H., CTapIIXil HAYYHbIN COTPYAHUK J1abopaTopuu MykoBucuugoza ®I'bY
HUU nynsmononorun ®MBA Poccun 1 HayuyHO-KIMHUYECKOTO OT/IE]Ia MyKOBUCLIH1032
OI'bHY «Meauko-reneTnuecknii HaydHblid HeHTp uM. akagemuka H.IT boukoBa»

Muno6pHayku Poccun.

Yepmenckuit A.I'. — k.M.H., crapmuii Hay4Hbsli corpyaauk HUW nynsmononorun HKHUL],

OI'bOY BO IICII6 I'MY umenu akagemuka W.I1.I1TaBnoBa Munsapasa Poccun

Cenumisanosa JI.P. - k.M.H., Bexymumii HayuHblil cotpyanuk HUU nenuatpun n oxpansl
3nopoBbs fetei LIKb PAH Munucrepcta Hayku U BbIcIIero oopazoBanus Poccuiickoit
®deneparun, 10UeHT Kadeapsl neauatpuu u aetckoit pesmaronoruu PI'AOY «llepssiit MIMY

uM. .M. CeuenoBa» Munzapasa Poccun (CedeHOBCKHI Y HUBEPCUTET)

Bumnésa E.A. - 1.M.H., 3amectutens pykoBoguteis no Hayke HUU nenuatpun n oxpansl
3nopoBbs nerei LIKb PAH, mpodeccop kadenps! pakynpreTckoi nexuaTpuu neauaTpuyeckoro

¢akynperera ®PI'BOY BO «PHUMY um. H.U. [Tuporosa» Munzapasa Poccun

I'opunosa [O.B. - k.M.H., cTapmmii HayuHblil coTpynHuk OI'AY «HMMUL] 3n10poBes nerein»

Mun3snpasa Poccnn



NnwenkoBa H. A. - 1.M.H., ipod., 3aBeayromas kadenpoit nerckux 6osesneit ¢ kypcom I10,
KpacHosipckuii Tocy1apcTBEHHBIN MEIUIIMHCKIH yHUBEpCcUTET UM. ipod. B.d. Boiino-

Sce”enkoro

3eipsiHOB C.K. - mpodeccop, 1.M.H., 3aBenyronuii kadeapoit o01mel U KITMHUYECKOH

dapmakonorun, ®I'BOY BIIO Poccuiickuii yHuBEpCUTET ApYy>KOBI HAPOOB

Onmunaesa H./I. - mpodeccop, a.M.H., riiaBHbiid Bpau ' bY3 MO «<HUKU aercta M3

MOCKOBCKO# 0051aCcTH, TTIaBHBIH neauatp MoCKOBCKO# o0nacTu

Yepuyxa M. 1O. - 1.M.H., Benymuii Hay4HbIi COTPYIHUK JJA0OPATOPUU MOJICKYJISIPHOM
SMUIEMUONIOTHH TocnuTanbHbIX nHpekuuid, PI'BY "HULOM um. H.®.I'amanen " Mun3npasa

Poccun

AgetucsH JI. P. — 1.M.H., BeayIIuii Hay4HBI COTPYIHUK Ta00OPATOPUH STTUAEMHUOIOTHH
rocriutanbHbIX HHekit PI'BY «HanmoHamsHBINA UCCIIEOBATEILCKHIA IIEHTP SMTUACMHOIOTHH

¥ MUKpOOMOJIOTHH UMEHH MToYeTHOTO akanemuka H.®. ['amanen» Munsapasa Poccun

Knumko H.H. — n.m.1, npodeccop, 3aBenyomuii kadeapoit KTMHUYECKONH MUKOJIOTHH,
amneprosioruu U ummyHosioruu @I'bOY BO "Ceepo-3ananHblii rocyaapcTBEHHBIH

MeauIMHCKu yHuBepceutet umenn M.M. Meunukosa" Munsapasa Poccun

bop3osa 0. B. — k.M.H., 3aBeAyIOI1ass MUKOJIOTHYECKOH KIIMHUKOMN, TOLEHT Kadeapsl
meaunuHckoi Mukpoouonorun @I'BOY BO "CeBepo-3anaiHblii rocy1apcTBEHHBIN

MenuiuHcKkui yausepeuteT uM. .M.MeunnkoBa Mun3apasa Poccun

BacunneBa H. B. — 1.6.H., mpodeccop, nupextop HUU menunmuckoi mukonoruu um. I1.H.
Kamkuna, 3aB. kadenpoii menuuuackoit mukpooduonoruu ®I'bOY BO "Cepepo-3anaaHsiii

rocy/1apCTBEHHBIM MeAMIIMHCKUI yHUBepcuTeT umenu .. Meunukosa" Munsnpasa Poccun

boromomnosa T. C. — k.0.H., 3aBeaytoas H1JI Mukoiaorunueckoro MOHUTOpUHra U OMOJIOTUU
rpuboB, no1eHT Kadeapsl MeauimHckoi Mukpoouonorun ®I'bBOY BO "Cepepo-3amannbliit

rOCYIapCTBEHHBI MEIUIIMHCKUI YHUBEpcUTET MeHn .. MeunukoBa" Munszapasa Poccuun
Cnepanckas A. A. - 1.M.H., mpodeccop Kadeapsl peHTTCHOJIOTHN U PAIHAIIMOHHON METUITUHBI,

[TepBeiii Cankt-IlerepOyprekuii rocy1apcTBEHHbBIN MEAUIIMHCKUN YHUBEPCUTET UMEHU

axkanemuka H.11. ITaBmoBa.

®ypman E.I" - wnen-koppecnonnent PAH, npodeccop, 3aBeayrommuii kadenpoit pakymbTeTCKOM
Y TOCIIUTAIILHOM NeANaTpUn, MPopeKTop no Hayke [lepMckuii rocyaapCTBEHHBIM METUIIMHCKUT

yauBepcuteT (III'MVY) um. akanemuka E. A. Baruepa



[[Manpuna B.B. - x.M.H., 1o11eHT Kadeapsl GakyIbTETCKON U TOCIIUTAILHON MeIUaTPUH,
ITepmckuii rocygapcTBeHHbIN MeaquuuHckui yausepceuret (II'MYVY) um. akanemuka E. A.

Baruepa (®I'bBOY BO III'MYVY um. akanemuka E.A. Baruepa Munsapasa Poccun.
[Tonsikos . I1. — K.M.H., 3aBEQyIOLINNA IE€TCKUM OTOPUHOJIAPUHTOJIOTUYECKUM OTAECICHUEM

Benyluuid HayuHbid coTpyauuk ®I'BY HanuoHanbHbIN MEIUIIMHCKUNA UCCIIEI0BATEIbLCKUN
1eHTp oropuHoJapuHroioruu ®MBA, Poccun, noneHT kadeapsl OTOPUHOIAPHUHTOJIOTHH

O IO ®I'bOY BO PHUMY um. H.U.IIuporosa

Yepubix B.b. = A.M.H., T.H.C., 3aBeIYIOIMHNNA Ja0OPATOPUH I'€HETUKH HAPYIICHUH PETPOTYKIIHH

OI'BHY «Meauko-reHeTuuecKkuii HaydHbli LeHTp uM. akagemuka H.IT boukoBay»

Peninna C.A. — Bpau-reHeTHK, KoHcyJbTaTuBHOE oTAcnenrne ®I'BHY «Meauko-renetnueckuii

Hay4dHbIU HeHTp uM. akagemuka H.IT boukoBa»

Kongaparenko O.B. — k.M.H., Jo1EeHT Kadeapbl 00IIel U KIMHHIECKON MHUKPOOHOIOTHH,

uMmyHostoruu 1 aieprosnorud @I'bOY BO CamI'MY Munszapasa Poccun

Jlssmue A.B. - 1.M.H., TOIEHT Kadeapsl 00mmel 1 KITMHIYECKOW MUKPOOUOIOTHHI, UMMYHOJIOTHH

u ayeprojorun ®I'bOY BO CamI'MY Munsnpasa Poccun

[TomsikoB A.B. - ui.-xopp. PAH, npodeccop, 1.0.H., 3aB. 1a6. JIHK-nmuarnoctuku ®I'6HY
MI'HLI, rnaBHbIil HayuHbld coTpyaHuk iad. JJHK-nmuarnoctuku ®I'BHY MI'HII, 3aBenyrommii
Kadeapoi MosiekysipHoit reneTuku u ouonndopmatuku MBu/lI10 ®I'BHY MI'HIL, coBeTHuK.

Ansn Taryn ABeTHKOBHA - K.M.H., CTapIINi Hay4HbIil coTpyaHuk J1ab. JIHK-auarnoctuku
OI'BHY MI'HII, Bpau-nabopaTopHbIil T€HETHKH J1a0. MOJIEKYIIPHO-TEHETUYECKONW TUAarHOCTUKU
Nel ®I'BHY MI'HL, noueHT kadenpsl MoneKynsapHoi reHeTuku u ononndopmatku MBu/lI10
OI'bHY MI'HL, nouent xadenps! obmeit u MeaunuHckoi renetnku Mb® PHIUMY
um.H.1.ITuporosa

lonpmreitn 11.B. - 1.6.H., npodeccop, 3aBeayromuii Jlaboparopueil reHETUKN CTBOJIOBBIX
kietok; ®I'bHY «Meanko-renernueckuil Hay4yHbIi LeHTp UMeHH akagemuka H.I1. boukosay

MunoOpnayku Poccun.

Ogcankuna E.C. — 1.m.H., npodeccop, 3aciayxeHHslii Bpau PO, pykoBoauTenb JeTCKO-

noapoctkoBoro otaena ®I'BHY «llentpansusiit HUM TyOGepkyneza»

[Tanosa JI.B. — n1.M.H., B.H.C. AeTcko-ntoapocTkoBoro oraena ®I'bHY «llenrpansusiii HUN

TyOepKye3a»



Hatixec H.A. - wnen-koppecnonnent PAH, npodeccop, riiaBHBIN BHEMITATHBIN
OTOpHHOJIApUHTO10T MuH31paBa PO, pykoBoautens PenepaibHOro rocy 1apCTBEHHOrO0 HAy4YHO-

kiuHu4eckoro Lentpa oropunonapunronorun ®MBA Poccun

Jlapuonosa E.E. — k.06.H., crapmuii Hay4HbIid paOOTHHK oTAena Mukpoouonsoruu ®T'BHY

LHAUT

[InaronoBa M.M. — K.M.H., HayuHbIi coTpyaauk HUM neguaTpuu u oxpaHsl 370pOBbs JeTEH

Kb PAH, Bpau-n1yJIbMOHOJIOT.

Cumonosa A.}O. — k.M.H., Bpau-iyasmonoJior ®I'AY «HMMULI 310poBes nereit» Mun3npasa

Poccun

bimuuosa U.M. - k.M.H., Bpau-nnyneMoHosnor ®I'AY «HMMUL 3n0poBss aeteit» Munsapasa

Poccun

Bamaxwmanze H./l. 1.M.H., pykoBoauTens otaena opdanHbix 0one3Hei u mpoQHiIaKTHKH
MHBaNUAM3Upyomux 3adonesanuiit HUM nenuatpuu u oxpansl 310poBbs neteit Kb PAH
npodeccop kadenpsl pakynbTeTCKON nenuatpun neauarpudeckoro axkynprera ®I'OY BO

«PHUMY nm. H.M. ITuporosa» Munsnpasa Poccun
KycroBa O.B. Bpau- pentrenonor ®I'AY «HMMUL] 3n10poBbs aereit» Munsnpasa Poccun

JlazapeBa A.B. 1.6.H., 3aB. madoparopueit mukpoounonoruu ®I'AY «HMMUIL] 310poBes aeteii»

Munsapasa Poccun

3enenkoBa .B. — 3aBenyromuii THEBHBIM CTallMOHAPOM OTOPUHOJIAPUHIOJIOTUHU U CYpIOJIOTHH,
CTapIINi HAYYHBIA COTPYAHUK, Bpad-oTopuHosapuHronor HUM nexuarpum n oxpaHsl 310pOBbs

nereit [IKb PAH

[TamxoB A.B. — 3aBeayronuii 0T1€10M OTOPUHOJIIAPUHTOJIOTUN U cyposioruu cotpyanuk HUN

MeIMaTpuM U oxpansbl 310poBba nerent LIKb PAH

Kypkosa H.B. k.M.H., Bpau-reHeTUK, Beylinii HayuHblid coTpynHuk HMW neauarpum u oxpaHsl

3nopoBbs aereit [IKb PAH

CmupnoBa O.5. — Bpau-reHeTHK, CTaplIvii Hay4HbIM COTPYAHUK OTAENA CTaHIapTU3ALNH U
M3Y4EHHUs OCHOB JoKa3aTesnbHol Menauuuuel HUW nennarpun u oxpansl 310poBbs aereit LIKD

PAH

®enoceenko M.B. k.M.H., 3aBeyrolIas OT/AEIOM pa3pabOTKH HayYHBIX MOJIXO0B K

HMMYHHU3AIUU MaOUCHTOB C OTKIIOHCHUSAMHA B COCTOAHHU 3I0POBbS U XPOHUYICCKUMU



0oJIe3HSIMU, BEYIINNA HAy4YHBIH COTpYAHUK, Bpad-nieanatp HUUW nenuarpuu u oxpaHsl 310POBbS
nereit HKb PAH MunucrepctBa Hayku u Beiciiero oopasoanust Poccuiickoit denepaunu,
JOUEeHT Kadeapsl GpakynbTeTCKON neanaTpuu neguarpuueckoro pakynsrera @I'5O0Y BO

«PHUMY um. H.W. ITuporosa» Munzapasa Poccun

Abammaze D.A. — K.M.H., Bpau pyHKIHOHAIBHOM muarnoctuku ®I'AY «HMUL] 310poBbs

nereit» Munznpasa Poccuu

JlatbimeBa E.A. - Begymuii H.c. otaenenus uMMmyHonartojgorun ®I'bY "T'HI[-Uucturyr

ummyHonorun" ®MBA Poccun (PAAKN)

PazymoBckuii A 1O. - wnen-kopp. PAH, a.M.H., ipod., 3aBeayrommii kadenapoit 1eTcKoi
xupypruu ®I'AOY BO PHUMY umenu H.U. [Tuporosa Munsapasa Poccun), uien

accouuanuu AeTcKuX xupypros Poccun

bparuna E.E. — 1.6.H., crapmmii Hay4HbIi COTPYIHUK OT/AEIa AIEKTPOHHONW MHUKPOCKOITUU
Hayuno-uccnenoBarenbcKiii ”HCTUTYTa (GU3NKO-XUMHUYeckor ouosoruu uM. A.H.benozepckoro

MI'V um. M.B. JlomoHOCOBA,

Asmopwvl noomaepacoaiom omcymcmeue QUHaAHCo80U NOOOEPIHCKU/KOHDAUKMA UHMePeCcos,

KOMOopwlli He0bX00uMo 0OHapooo8amo.



Ipuiaoxenue A2. Metomos10orusi paspadoTkn KIMHAYECKUX PEKOMEH A

I_Ie.]'IeBaﬂ AYJAUTOPpUA JAHHBIX KIIMHHYE€CKUX peKOMeHL[aIII/Iﬁ:

e Bpaun-nynsmoHosIOTH

e Bpauu-nexquarpsl

e Bpauu o6meit BpaueOHON MPaKTUKH (CeMeiHbIe Bpayin)
e Bpauu -reHeTuKu

e Bpauu- ajuieprosoru-nMMyHOJIOTH

e Bpaun-pesmarosoru

e Bpauu-ractposHTEpOJIOTH

e Bpauu- 3HI10CKONMUCTHI

e Bpauu- peHTI€HOJIOTH

e Bpauu QpyHKIMOHATBHON TUATHOCTUKU
e Cryaentsl MeguuuHckux BY3oB

e (OOyuaromuecs: B OpAMHATYPE U aCHPAHTYpe

Metoabl, ucnosib3yemble 1Jisi cOOpa/cesieKIIUM J0KA3aTeJbCTB: [IOUCK B JIEKTPOHHBIX
0a3ax JTaHHBIX.

OnucaHue MeTO/10B, HCNOJb30BAHHBIX /1JI5l OLEHKH KAYeCTBAa U CHJIbI I0KA3aTEJILCTB!
JIoKa3zaTenbHOM 0a30i a7 peKoMeHJaluii  SBISIOTCA  NyONMKaIMH, BOIIEIINE B
KoxpeitHoBckyto Oubanoreky, 6a3sl ganHbix EMBASE, MEDLINE u PubMed. TI'ny6una
MOMCKa - 8 JIeT.

MeToabl, HCIIOIb30BAHHBIE /1JI51 OLEHKU KAYeCTBAa U CHJIbI I0KA3aTeIbCTB:

®  KOHCEHCYC 3KCIEpPTOB,;

®  OIIEHKAa 3HAYUMOCTH B COOTBETCTBUH C PEUTHHIOBOM CXEMOM.

MeToabl, HCIIOJIb30BAHHBIE /151 AHAJIN3A IOKA3ATEJIbCTB!

e 0030pHI OMYOJMKOBAHHBIX METa-aHAJIN30B,;

e  cuCTeMaTh4yecKue 0030pbl C TaOJIMIIaMU JOKa3aTeNbCTB.

OnucaHue MeTO10B, HCMOJIb30BAHHBIX JIJISl AHAJIN3A 10KA3aTEJILCTB

[Ipu otbope myOnuWKanui, Kak TOTEHIUAIBHBIX HCTOYHUKOB JIOKA3aTEIbCTB,
UCTIOJIb30BaHHAs B KaXKIOM HCCIIEIOBAHUU METOJIOJIOTHS U3YyJaeTCs ISl TOTO, YTOOBI yOSIUTHCS
B €€ BIMTHOCTH. Pe3ynbTarT M3ydeHHs BIMSET HAa yPOBEHBb JOKA3aTEIbCTB, MPHCBANBAEMBII

MyOJTMKAIK, YTO B CBOIO OYepe/Ib, BIUSET HA CHITY PEKOMEHIAITUH.



Jns MUHMMH3AIUMM TOTEHIHUANbHBIX OHIMOOK KakJ0€ HCCIe0BaHNE OLEHUBAIOChH
He3aBUCHMO. JIoOble pasznuuusi B OLIEHKAaX OOCYKIAlIHUCh BCEW TPYNIONW aBTOPOB B TOJTHOM
cocrase. [Ip1 HEBO3ZMOXKHOCTH TOCTHKEHUSI KOHCEHCYCA IPUBJIEKAJICS HE3aBUCUMBIN IKCIIEPT.

Metoabl, ucno/jb30BaHHbIe AJsi (GOPMYJIHPOBAHHMS PEeKOMEHAAUMii: KOHCEHCYC
JKCIIEPTOB.

HNuauxaTtops 1odpokavecTBeHHoi mpakTuku (Good Practice Points — GPPs)

Pexomennyemass noOpokadecTBEHHass MpPaKTHKa Oa3MpyeTcsi Ha KIMHUYECKOM OIIbITE
aBTOPOB pa3pabOTaHHBIX PEKOMEHIAIIHIA.

IJKOHOMHYECKHUI aHATU3

AHaiM3 CTOMMOCTM HE TMPOBOAWICA W NYyOJUKamuu 10 (PapMaKOIKOHOMHUKE He
AHAIU3UPOBAIIHCH.

Metoa Baiuaanuu pekoMeHaanuii

e  BHemHss 3KcnepTHas OLICHKA.

e  BHyTpeHHss dKCIIepTHAS OIICHKA.

Onuncanue MeToaa BAJINAANMH PeKOMEHIANMH

Hacrosimiue pexkoMeHganuu B IpeIBApUTENIbHONM BepcUU ObUIM  PELIEH3MPOBaHbI
HE3aBUCHMBIMHM 3KCIIEpTaMH, KOTOPBIX, MPEXIE BCEro, IMONPOCHWIM ITPOKOMMEHTHPOBATH,
HACKOJIBKO JIOCTYIHA Ui TMOHHMAaHHs WHTEpHpeTalus J10Ka3aTelabCTB, JeKalas B OCHOBE
PEKOMEHJALIH.

Ot Bpauell MepBUYHOIO 3B€HA (IYJIbMOHOJIOIOB) MOJIY4€HbI KOMMEHTAPUU B OTHOLLIEHUU
JIOXOJYMBOCTH H3JIOKEHUS JIaHHBIX pPEKOMEHJAIMii, a TakKe UuX OlLEHKa BaXXHOCTU
IpelaraéMblX peKOMEHJaluil, Kak MHCTPYMEHTA IIOBCEIHEBHOM MPAKTUKH.

Bce komMMeHTapuu, NOJYy4YEHHBIE OT JKCIIEPTOB, TIIATEIBHO CUCTEMATU3UPOBAIUCH U
oOcyxjganuch wieHaMu pabodeil rpynnsl (aBropamu pexomeHjanuil). Kaxaelii myHKT
00cyXayics B OTIAEIHHOCTH.

Koncyapranusi M 3KcnepTHasi O EHKA

[TpoekT pexkoMeHaanuil ObUT pPELEH3UPOBaH HE3aBUCUMBIMHU JKCIIEPTaMHU, KOTOPBIX,
IPEXKIEe BCEro, MOMPOCHIN MPOKOMMEHTHUPOBATH JOXOMYMBOCTh M TOYHOCTH HHTEpIpPETALUU
JIOKa3aTeIbHON 0a3bl, JIeXKaIeil B OCHOBE PEKOMEHTaITHiA.

Pabouas rpynna

JUiss OKOHYATEeNIbHOM peJakIMi W KOHTPOJS KayecTBa PEKOMEHJAIMH OBUIM MOBTOPHO
POAHAIM3UPOBAHbl WIEHaMU palboueill TPyMNIbl, KOTOpblE MPUILIM K 3aKJIIOUEHUIO, YTO BCE
3aMe4yaHusl 1 KOMMEHTapUU SKCIIEPTOB MPUHATHI BO BHUMaHHE, PUCK CUCTEMaTHYECKUX OIMIMOOK

npu pa3zpaboTKe peKOMEHalHi CBeJIeH K MUHUMYMY.



AKTyaju3anus JAHHBIX KJIMHUYECKMX PeKOMeHJAauuil OyJeT NMPOBOAMTHLCH He pexe,
YyeM OJMH pa3 B TPHM roaa u Hedame, yeM 1 pa3 B 6 mecsineB. [Ipunsitue pemenus 00
O00HOBJIeHMH OydeT MNPHUHATO HAa OCHOBAHUM TNPENJIOKEHUH, MNpeACTaABJIEHHBIX
MEIUIUHCKUMHU NPO(ecCHOHATbHBIMH HEKOMMeEPYECKMMH OPraHu3alusIMH ¢ Y4€ToM
pPe3yJbTAaTOB KOMILIEKCHOH OLIEHKH JIEKAPCTBEHHBIX NPeNnapaToB, MeIMLIMHCKUX W3/1eJIHii,

a TaKKe pe3yjabTaToB KJINHHYeCKOM anpoﬁamm.

Tabmuma 1.11Ikanma omeHKH ypoBHEHW IOCTOBEpHOCTH mokazaTenbceTB (Y J1)mist mMeronos

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMeH_IaTeJ'IBCTB)

Y/ | Pacuudpoka

1 Cucrematuueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIOM HIIU
CUCTEeMAaTUYECKUH 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKUX HCCIECIOBAHUMA C

IMPUMCHCHUCM MCTAa-aHaJIN3a

2 OtnenbHBIE HUCCIENOBAHUS C KOHTPOJIEM DPEPEPEHCHBIM METOJOM WM OTIEIbHBIC
PaHIOMU3HUPOBAHHBIE KIMHUYECKUE MHCCIEOBAaHUS M CHUCTEMaTH4ecKue 0030pbl
HCCJIEIOBAaHMM JTH000T0 AM3aiiHa, 3a UCKIIOYEHHUEM PaHJIOMU3UPOBAHHBIX KIMHUYECKUX

I/ICCJIGIIOBaHI/If/'I, C IPUMCHCHUEM MCTa-aHaJIM3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOIO KOHTPONIS pePEepeHCHBIM METOJOM WU
UCCIIEIOBaHUSL C pePEepeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCHUMBIM  OT
HCCIIEyEMOT0 METOJAa WM HEPaHAOMHU3MPOBAaHHBIE CPABHUTEIbHBIE MCCIEIOBAHUSA, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHHUA

4 HeCpaBHI/ITeHBHHC HCCIICAOBAHUS, OITMCAHUC KIIMHUYCCKOTO ClIydas

5 HNmeeTcs aunibs 000CHOBaHHE MEXaHHU3Ma JIENCTBUS UJIM MHEHHE OKCIICPTOB

Tabmuua 2.11lkana oueHKH ypoBHEW J0cTOBEpHOCTH aAokaszarenbcTB (Y/[)ans mertonos
npoQUTAKTUKY, JTEUEHUS U peabunuTanuu (MpouiakTHYecKux, JeueOHbIX, peabuIUTaIIMOHHBIX

BMEUIATEIbCTB)

YA | Pacumdposka

1 Cuctemarnueckuit 0630p PKU ¢ npuMeHeHneM Meta-aHaan3a

2 Otnenpabie PKU u cucrematnueckue 0030pbI HCCIAEAOBAaHWM JIFOOOTO [aM3aifiHa, 3a

nckimoyenrnem PKH, ¢ npumenennem Mera-ananusa

3 HepaH,Z[OMI/IBI/IPOBaHHLIC CPaBHUTCIIbHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHBIe HUCCIICA0BAaHMA, OITMCAHNUE KIMHUYECKOTO Cliydad WU CEpUH CIIy4dacB,

HnCcCiIaca10BaHUsA ((CJ'Iy‘-I&ﬁ-KOHTpOJ'II:»

5 HNmeeTcs nuimb 0OOCHOBAHHE MEXaHH3Ma JIENCTBUSL BMeEIIaTeIbCTBA (ILOKJ'II/IHI/I‘{CCKI/IC




I/ICCJIC,Z[OBaHI/ISI) HJIM MHCHUC SKCIICPTOB

Tabmuma 3.11Ikana oneHku ypoBHEW yoOemutenbHOCTH pekomeHmanuii(YYP) mis meronos

npopWIaKTUKK,  JUATHOCTHKH,  JIEYeHHUs U peabuiuranuu  (IpOPHIAKTHYECKUX,

JUarHoCTHYCCKHX, JIC‘IC6HLIX, pea6I/IJII/ITaI_[I/IOHHBIX BMGI_HaTeJIBCTB)

\2%%

Pacmudposka

A

CunbHass pekoMeHmanus (Bce paccMaTpuBaeMble Kputepud 3(PQPEeKTHBHOCTH
(ucxompl) SBISIOTCS BaXKHBIMH, BCE HCCIEIOBAHUS HMMEIOT BBICOKOE HIIH
yIOBJICTBOPUTEIBHOE  METOMOJOTMYECKOE  KauecTBO, WX  BBIBOABI  II0

HHTEPCCYIOIINM UCXOAaM ABJIAIOTCSA COFHaCOBaHHBIMI/I)

VYcioBHast pekoMeHaanus (He BCEe pacCMaTpHBaeMble KpUTEpHH dPPEKTHBHOCTH
(Mcxonpl) SIBISIFOTCSL Ba)XHbIMU, HE BCE MCCIEIOBAHUS MMEIOT BBICOKOE WM
YJIOBJIETBOPUTEIBHOE METOJOJIOTUYECKOE KAayecTBO M/WJIM MX BBIBOJBI 110

HHTCPCCYHOUINM UCXOAAaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)

Crnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTEIbCTB HAJICKAINIETO KadyecTBa (BCe
paccMmarpuBaeMble KpUTEpUH dPPEKTUBHOCTH (MCXOJIbI) SBISIOTCS HEBAKHBIMH,
BCE HCCIJICJIOBAHUSI HMEIOT HM3KOE METOI0JIOTHYECKOE KA4eCTBO M UX BBIBOJIBI 11O

HHTCPCCYHOUINM UCXOAAaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)




IIpunoxenue A3. CBsi3aHHBbIE JOKYMEHTbI

HOpﬂ)IKI/I OKAa3aHUA MeJIULMHCKOI MOMOIIMN:

1. Mpukas MuHUCTEpPCTBA 34PaBOOXPAHEHMA U cOLManbHOro passmtua PO ot 16 anpensa 2012 r. N

366H "06 yTBepxKaeHMM MopaaKa okasaHUsA negmMaTpuyeckon nomouwm"

2. MNpwuKas MuHucTepcTBa 3apaBooxpaHeHma PO "O6 yTeepaeHumM MNopsagra okasaHma

MeANLMHCKON NOMOLLM NaLMeHTaM C BPOXKAEHHbIMU U (UAKN) HacneACTBEHHbIMM

3abonesaHnamn" ot 15 Hoabpsa 2012 r. N 917H.

CTaHAapTbl OKa3aHUA Me4ULMHCKON NoMOoLLMU:

1.

3.

CraHgapT cneumnanns3npoBaHHO MeguLUMHCKON NOMOLLM NP BPOHX03KTaTMYecKoin 6onesHn

(Mpukas MuHsgpasa Poccum o1 28.12.2012 N 1596H).

a.

bpoHxoskmamuueckas 60s1e3Hb: MHEe8MOCKAEPO3 U OPOHX03KMaA3bl HuxcHel 0oau
71e8020 /1E2K020 U A3bIYKOBbIX CeaMeHmos eepxHell 00aU 1e8020 €E2K020.
MHeemocknepo3 u bpoHxoakmasel S1,2,6 npasozo nézkoeo. Bo3dywHaa nonocme S1,2
npaso2o  nézKoeo. XpoHuyeckuli  Qugpghy3Hbili  6poHxum.  [bixamesbHas

HedocmamoyHocmes 2 cm.

BpoxceHHbili  nopok  pazsumus  6poHxoe  (CuHOpom  Bunsamc-Kamnbenna).
PacnpocmpaHeHHble 6ana0HUpyoujue 6poHX03KMassl 060uUxX Ae2Kux. XpoHuvecKuli
ob6cmpyKkmueHbil b6poHxum. THoliHbI 3HO0b6pPOHXUM. JbixamenvHasA
HedocmamoyHoCcmb 2 cmerneHu.

Mepsu4yHaa yunuapHasa OuckuHe3zua. bpoHxoskmasel S4,5 npasozo nezkozo.
JlsyxcmopoHHull  2HOUHbIU 3HO06poHXxum. [sixamenoHaa HedocmamovHocmoe |-

cmeneHu.

BpoxcOeHHbili Nopok pazsumusa 6poHxo8: pacnpocmpaHéHHble YuauHopuvyeckue 6poOHX03KmMasobl 8

B8EPXHUX U HUXHUX omoesnax nézkux. PacwupeHue 8epxHed0s1e8020 U HUXHeA01e8020 BPOHXA cresaq;

pacwupeHue S1+2. [obaeoyHbili 6poHx HuxHeli 00aU 71€8020 se2K020. XpoHuyeckuli 6poHxum.

BbpoHxoo0b6cmpyKu8HsbIl cuHOpom. LeixamesabHas He0oCmMmamo4YHocme 2 cm.

2.


file:///C:/cgi/online.cgi%3freq=doc&base=LAW&n=144474&rnd=228224.238257499&dst=100009&fld=134




MpunoxxeHue b. Arroputmbl BeaeHUA NaLUEHTa

MaymeHT ¢ noao3peHneM Ha 6p0HX03KTa3bI

!

AnarHoctuka

A

KoHcynbTayma
npoduabHOro
cneumanncra

JA

narHos
HET A

NONTRENKNEH?

¢

OA

Tepanus B cTaunoHape

l

[uncnaHcepHoe HabaoaeHne u
NeyeHue ¢ NepuoanYecKUM
KOHTPO/IEM B CMELMANN3MPOBAHHOM

NnyAbMOHOI0TMYECKOM OTAENEHUN

Tepanua
HET

adpdeKTMBHA?




IMpuioxenue B. Uudopmanus 1/ NaUMeHTOB

BponxosKTa3sl — pacupeHne OpOHXO0B, BEI3BAHHOE Pa3IMYHBIMU IPHYNHAMU.

BpoHX03KTa3pl HapylIalOT HOPMAJIBHBIA OTTOK CJIW3M W3 JBIXaTEIbHBIX ITyTEH, YTO
MPUBOAUT K 33aCTOI0 MOKPOTHI M BOCIAJIEHUIO, MO3TOMY y NALMEHTOB YacTO OTMEYAaeTCs
KallleJIb C BBIJCIIEHHEM MOKpPOTBI, HEPEAKO y TaKOro pedeHKa JIOKTOpa BBICTYIIHMBAIOT
BIQKHBIC W/WIN CyXH€ JIOKAJIbHBIE WM pACIpOCTPaHEHHBbIE XPHUIBI B JETKUX, a IpHU
NPUCOCTUHEHNU OOBIYHON BUPYCHON MH(EKIIMU ITU SBICHUS MOTYT YCHIUBATHCA.

[IporuHo3 no MpoAOIKUTENBHOCTH JKU3HU U COLIMATM3AIUH MPU OPOHXO03KTAa3aX 3aBHCUT
OT PacHpOCTPAHEHHOCTH MOPAKEHHUsI, IPUUUHBI 3a00JI€BaHUS U CIIEAOBaHUS PEKOMEHIAIUAM
Bpaua. AJIEKBaTHOE€ CBOEBPEMEHHOE W PETYyJSPHOE J€UeHUe, a TakkKe peaduauTalus
CIOCOOCTBYIOT YJIYULIEHHUIO IIPOrHO3a U KAUECTBA XKU3HU y OOJIBIIMHCTBA MAIUEHTOB.

JluarHoctuka ¥ JIeYEHHE TMAlMEHTOB C OpOHXODKTa3aMU MPOBOAUTCA BpPayoOM
MyJIbMOHOJIOTOM.

HckmounTennbHO  BaKHBIM ~ SIBIISIETCSI  €KEJHEBHOE  IPOBEACHUE  MEPOIPHUATHH,
CIOCOOCTBYIOLMX OYMCTKE JAbIXATEIbHBIX IyTEH. JTUM TEXHHKaM M METOAMKaM oOydaer
Bpay B CHEIUAIU3UPOBAHHOM MYJIbMOHOJIOTHYECKOM OTIEJICHUH (LIEHTpE).

BponxoskTa3pl B OOJBIIMHCTBE CIIy4aeB — HE NPOTUBOMOKA3aHHE ISl MPOBEACHHUS
IUIaHOBOM BakuuHanuu. bosiee Toro, nereil ¢ 3TuMm 3abojeBaHUEM CJIEAYEeT MPUBUTH OT
ITHEBMOKOKKOBOM, TeMO(UIbHOW MHQPEKUNUH, a TakkKe pPEKOMEHIYeTCs eXerojHas
BaKIMHALAS OT TPUIIIA.

JletssiM ¢ OpOHXO3KTa3aMu Ha ()OHE NEPBUYHBIX HMMYHOAC(PUIUTHBIX COCTOSIHUH,
pelieHre O NPOBEACHUMM HMMMYHHU3allUH, €€ o0beMe M BBIOOpE BaKIMH peuiaercs B

3aBUCHUMOCTH OT THUIIA I/IMMYHOI[Gq)I/IIII/ITa.



IIpunoxkenue I'l. Busyanuzanusa b3 y nereid.

PucyHok 1. Bannonupytowme 63 npu cuHgpome Bunbamca-Kamnbenna

N\, @ =

PucyHoK 2. B3 npu annepruyeckom 6poHXoNero4Hom acneprunnese

PucyHok 3. UnnnHgpudeckme b3 n nHesmocknepos npu ML,



PucyHok 4. MewoTt4yatble b3 npu mykosucumaose.

PucyHok 5. CmewaHHble B3 npu mykosucumaose.

PucyHoK 6. BepeteHoobpasHble b3.



PucyHoK 7. BapukosHble B3 npu mykosucumgose.

[N

PucyHok 8. MNoctsocnanutenbHble bB3.



JuddepennuanbHo-TUATHOCTHYECKHe MPU3HAKN BponxoskTaTnyeckoi 60/1e3H1

3aboseBanue Kimuandeckue nposiBieHus Pentreno-6ponxoaoruyeckue Crneunduieckue
MIPU3HAKU MapaKJIMHUYECKHUE
MPU3HAKU
Bpouxoskratu XpoHUYECKUI BOCTAIUTENbHBIN Dubdpo3HBIE TOKATBHBIE
yeckas OpOHXO0JIero4HbIi npouecc. BiaxHblii U3MEHEHUS.
KallleJb, CTA0OMIbHBIE JIOKATH30BaHHbIE
0011€e3Hb Bponxoskrasbl
BIIQ)KHBIE XPHIIBI
KarapansHO-THOWHBIN WK
THOMHBIN YHIOOPOHXHT.
MyxkoBHCIH103 IIposiBineHUsT XpOHUUECKOTO Oubpo3HbIE H3MEHEHHS, YBennueHue

OpOHXOJIErOYHOTO TPOIIECcCa, KUIIETHBIE
HapyIICHUs, OTCTaBaHHE B (U3UICCKOM
pa3BUTUU

aTCJICKTa3bIl.

Bponxoaskrassl.
Hedbopmupyroriuii OpOHXUT

Juddy3Hblii THOWHBIN
SHI0OPOHXUT.

COJZIEPIKaHUs XJIOPHIOB
B 1tote 6omnee 60
MMOJIB/JI

O6HapyKeHue
MYTaHTHOT'O T'€Ha




IlepBuunas ToraneHOE mopakenue pecriupatoproro | AuddysHocts mopakeHus, Crneunduueckue
LUIMapHas TpakTa (OpOHXUT, CHHYCHUT, OTHT, THOMHBIN SHIOOPOHXHUT, HU3MEHEHUS
TACKUHE3US TYrOyXOCTh) C paHHEH MaHH(ecTaruen OpOHXO0IKTA3HI, AchOpMAaIIHS YIBTPacTPYKTYPhI

CHUMIITOMOB OpOHXOB, 3aTEMHEHUE PECHUYEK CITU3UCTON

IPUAATOYHBIX [TA3yX HOCA OpOHXOB, CHIJKEHHE X
(YHKIMOHANBHON
aKTUBHOCTHU

Cunanpom To ke + oOpaTHOE pacmoIOKEeHNE To xe To xe
Kaprarenepa BHYTPEHHHUX OPraHoOB
IIepuuHbIe XpoHNUYECKHI OPOHXOJIErOUHBII IIpu3HaKu XpOHUYECKOTO HedexTor
UMMYHO npouecc. ['HoiiHbIe WK rpuOKOBEIE OpOHXOJIErOYHOTO TpoIIecca. TYMOPaJIbHOTO U (MJIH)

MOPaKeHHS KOXKH, CITM3UCTBIX 000JI0YEK, . .. KJIETOYHOTO
JIeQUIUTHEBIC KarapanbHpiii uiny rHORHBIN

HOCOTJIOTKH. UMMYHHUTETa
COCTOSTHUS SHIIOOPOHXUT

I'enaTonueHanbHbINA CUHIPOM.

Kumeunsle HapymeHus.

OtcraBanue B GU3MUECKOM Pa3BUTHU
Cunnpom OOCTPYKTHBHEII CHHIPOM, OOCTPYKTHBHBIN CHHIPOM,
Bunbsmca- 9KCIIMPATOPHAs! OJIBIIIKA. npu3Haku ¢udpo3a JeroyHon
Kemmbemnna . . TKaHU. «banoHupyronme

XPOHUUYECKUH BOCTIAINTENbHBII

9 OpPOHX03KTa3bD»

OpOHXOJIETOYHBIH TpoIIecC
Annepruyeckuil | [Ipu3Haku XpoOHUUECKOTrO OOCTPYKTHBHBII CHHIPOM BrisBnenue npys
OpOHXOJIETOYHBIH | BOCIAJIUTEIBHOTO OPOHXOJIETOYHOTO rpubOB B MOKpPOTE

. | IlpokcuManbHbIe OPOHXOIKTA3BI

acrepruuies npoliecca B COYETaHUH ¢ OpOHXHMAIBHOM 00JIBHOTO.

obOcTpyKIuei.

Crierudpmueckue 1gG
TpUOKOBBIM
aJulepreHaMm B IIa3Me
KpOBH OOJILHOTO.




