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Pesiome

Bponxoakrasbl (b3) (J47 — mo MexayHapoaHO# CTaTUCTUYECKOM Kiaccudukaumu 00se3Heit 1 mpobJieM, CBSI3aHHBIX CO 310poBbeM, 10-ro nepe-
CMOTpa) — 3TO XPOHMUECKOE PeCTIMPATOPHOE 3a00JIeBaHNE, XapaKTepr3yeMoe KIMHUIECKUM CUHIPOMOM KaIllIsl, BBIIEIEHUEM MOKPOTHI 1 OPOH-
XMaJIbHOM MHGEKIMEN, a PEHTTEHOJIOIMYECKU — aHOMAJIBHOM U MOCTOSIHHOM auiarauueit 6poHxoB. YacTeiMu nnpuynMHaMu BO sBisoTCS MyKo-
Bucuuao3 (MB), nepBuuHasi uuaMapHasi IMCKUHE3Usl, UMMYHHbIE HapyLIeHUsI, CUCTEMHbIE BOCTIATUTENbHbIE 3a00eBaHUsI M UHPEKUINHU, P
npyrux dakrtopoB. HekoTopsie ciiydyan sIBISIOTCS UIMOTIATUIECKMMM, KOT/IAa IPUUUHY He YIaeTcsl yCTaHOBUTh. C MPaKTUIECKOW TOYKU 3PEHUST
nauueHTsl ¢ B pasnensitorcs Ha 2 rpynnsl — MB-accoumupoBaHHbie U He cBsi3aHHbIe ¢ MB. PacripoctpaHeHHOCTh 3a001€BaHuUsT 3HAYUTETHLHO
pasnnyaercst Bo BceM mupe, B Poccuiickoit Denepariii oHa 10CTOBepHO Hem3BecTHA. Llempio 0630pa sSIBUJICS aHANU3 MaHHBIX JIUTEPATyphI
0 COBpPEMEHHBIX MOAXOAaX K AMarHoCTHKe B M o3HaKOMJIEHME € TMArHOCTUYECKMMH METOJaMM M OCHOBHBIMHU ITOIXOJAaMHU K WX JICYEHHUIO.
Mertonpl. Micnionb3oBaiuch naHHble 77 cTaTeil U 9KCIMEPTHOE MHEHME CIELMalMCTOB, OKa3bIBAIOIIMX TOMOIb NanueHTam ¢ bD. Pe3yabrarsl.
OrnrcaHbl OCHOBHBIC TIPUIMHBI, YACTOTA UX BCTPEUAEMOCTH, KIIMHUYeCKUe (PeHOTUTIBI U IOIXoabl K Teparnuu b3. CyliecTByeT MHOXECTBO K-
HUYECKUX, JabOPaTOPHbBIX, MHCTPYMEHTAJbHBIX MU PEHTIEHOJOIMUECKUX OCOOCHHOCTEI, KOTOpbIe NAlOT MpeAcTaBieHue o0 3Thosnoruu bBD.
CornacHo EBpormeiickoMy KOHCEHCycy, Lienblo Teparmuu bD sBsieTcss BocCTaHOBICHNME WM TMOIIEPKaHNEe HOPMATBHON (YHKIIUHU JIETKUX.
PaH1oMU3MpOBaHHBIX UCCIEIOBAHMI JieueHUsT BD He MPOBOAMIOCH, CIeI0BaTeIbHO, BCe PEKOMEHIALIMHU T10 JICUSHUIO OCHOBaHbI Ha TOKAa3aTe b~
CTBax OYE€Hb HU3KOTO YPOBHSI UM 9KCTPAIIOJIMPOBAHBI M3 PYKOBOACTB 1o M B. Onucanbl peKOMeHAALNY 0 MyKOJIUTUYECKOM, aHTUOAKTEpUATb-
HOI U TIPOTUBOBOCTIAIUTENbHOI Teparnuu B3O ¢ ydeToM MUPOBOTO U OTEUECTBEHHOTO OIbITa. 3akimodyeHue. Pa3paboTka HOBOrO BapyaHTa KIMHU-
YeCKUX PeKOMEHIALIMIA, colepKalluX COBPEMEHHYIO aKTyalbHyl0 MH(OPMALIMIO, MO3BOJUT YCOBEPIIEHCTBOBATh AMATHOCTUKY U JieueHue bD
B Poccuiickoit denepanu.

KnioueBbie cji0Ba: GPOHX0IKTa3bl, KOMITbIOTEPHAsT TOMOTrpadusi, MUKPOOUOJIOTHsI, MyKOJUTHYEeCKasi M aHTMOAKTepUaIbHast Teparnusi.
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Bronchiectasis: literature review for preparation of 2024
clinical guidelines
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Abstract

Bronchiectasis, ICD-10 — J47, (BE) is a chronic respiratory disease characterized clinically by cough, sputum production and bronchial infection,
and radiographically by abnormal and persistent dilation of the bronchi. Common causes include cystic fibrosis, primary ciliary dyskinesia, immune
disorders, systemic inflammatory diseases and infections, and other factors. However, some cases are idiopathic, when the cause cannot be
identified. In practice, patients with bronchiectasis are divided into two groups: associated and not associated with cystic fibrosis. The prevalence of
the disease varies significantly worldwide; it is not reliably known in the Russian Federation. The aim of the review is to analyze the literature data
on modern approaches to the diagnosis of BE and to familiarize readers with diagnostic methods and basic approaches to the treatment. Methods.
Data from 77 articles and the expert opinion of specialists providing care to patients with BE were used. Results. The main causes, frequency of
occurrence, clinical phenotypes and treatment approaches for BE are described. There are many clinical, laboratory, instrumental and radiological
features that provide insight into the etiology of BE. The European consensus is that the goal of treating BE is to restore or maintain normal lung
function. There are no randomized trials on the treatment of BE, so all treatment guidelines are based on very low-level evidence or extrapolated
from cystic fibrosis guidelines. Recommendations for mucolytic, antibacterial and anti-inflammatory therapy for BE are described, taking into
account international and national experience. Conclusion. The development of a new version of clinical guidelines with modern relevant
information will improve the diagnosis and treatment of BE in the Russian Federation.

Key words: bronchiectasis, computed tomography, microbiology, mucolytic and antibacterial therapy.
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BrniepBbie 6poHxoakrassl (BD) onucansl R. Laennec noutu
200 yret Ha3ax [1], omHaKO MeXaHU3MbI X (POPMUPOBAHUS
J10 KOHIIa He usyuyeHbl. B 1986 r. P.J.Cole npenioxeHa
TEOpUsl «ITOPOYHOTO KPyra», C TOMOILIBIO KOTOPOi 00b-
sicHsieTcs1 (hopMUpoBaHre bD MOCTOSIHHBIM BocHalieHeM
OPOHXUATHLHOM CTEHKH U TIPUCYTCTBHEM MUKPOOPTAHM3-
MOB B abIxateJbHBIX myTsax (JIIT) (cMm. pucyHOK) [2].

CyliecTBeHHOE 3HaYe€HUE B 3TOM ITPOIIECCe OTBOAUT-
Csl HApYILIEHUIO0 MYKOLIUJIMAPHOTO KJIMPEeHca, BCAEACT-
BHE YETO MOIIEePKUBACTCS U IIPOTPECCUPYET MUKPOOHOE
BOCIIaJiecHMe, He OTpaHMYEHHOE HOPpMaJIbHOI BOCIIAIN -
TeJbHOU peakiveil. KonoHuzauus MUKpOOPTaHU3MOB
MPUBOAUT K YCYTYOJEHUIO OMMUCAHHBIX BhILIE MPOLeC-
COB, TIOBpeXXIasi CTPYKTYPhI OPOHXA U aKTUBHUPYS Me-
IMATOPBI BOCHAJICHUs, (DOPMUPYETCS T. H. «ITOPOIHBIN
Kpyr» [2, 3].

Bocnanenue cteHKM 6poHxa MOXKET OBbITh CAEICTBUEM
nHpexkuun 11, Bo3neiicTBUSI TOKCUYECKUX TTOBPEKIAI0-
IIIMX BEIIECTB WJIM OMHUM 13 TIPOSIBJICHUI ayTOMMMYHHBIX
3aboJsieBaHuli. B mpoliecce BocnajaeHUsT IpU BO3AECT-
BUM OaKTepuabHbIX TOKCMHOB, a 3aTeM U MeIMAaTOPOB
BOCITaJICHUSI, BEICBOOOXKIAIOIINXCS M3 HEHTPOhUIOB,
MIPOUCXOMUT TIOBPEKICHUE SIUTEINS, HapylieHue du-

=c

MoBpexaeHue abixaTenbHbIX nyTe

[
|
: BCNEACTBUE BocnaneHns

3.q0pOBbIe ablXaTenbHble NyTK

Hapywenne HopmanbHoM
3NMMUHALMK
MWKPOOPraHN3MoB

PucyHok. «ITopouHblii Kpyr» — ruIoTe3a naroreHe3a OpOHX03KTa30B [2]

3MOJIOTMIECKUX 3alIUTHBIX MEXaHN3MOB, B IIEPBYIO OUe-
penb — BOCXOISIIIETO TOKa CIM3U. B pe3ynbraTe B OpoHXax
CO3IAI0TCS OJIATOTIPUSITHBIC YCIOBUS UTSI pOCTa OaKTepUii
1 BO3HUKAET «[TOPOYHBII KPYT»: BOCITaJIEHUE — IIOBPEXKIe-
HUE ST ~ HapyIIeHNe BOCXOISIIIETO TOKa CIU3H
WHPUIMPOBaHNE — BOCIIAJICHUE, YTO B KOHEUHOM UTOTE
MIPUBOIMT K NECTPYKIIMY OPOHXMATBHOM CTeHKU 1 op-
mupoBaHuio bD [4—§].

PaszButuio bO MoryTt crnoco6¢cTBOBaTh MHOTOUUCIEH-
HbBIE TTATOJIOTMYECKHE (PAKTOPHI: BPOXKICHHBIE CTPYKTYP-
HbIe IeheKThI CTEHOK OPOHXMATBHOTO IepeBa, CIaBICHIE
OpoHXa BCIEACTBUE PA3TMYHBIX TPUYUH (HAIIpUMED, yBe-
JIMYEHHBIMU JTMM(MATHIECKUMHU y3JIaMU1 VT MTHOPOIHBIM
TEJIOM), BOCITAJICHNE, B pe3yJIbTaTe KOTOPOTO ITOBpEKIa-
J0TCS TACTUIECKUE TKAHU 1 XPSIIIN OPOHXA.

CornacHo PykoBonctBy no neueHuto b3 y B3pocbix,
oITy0IMKOBaHHOMY EBpOIIeiicKM pecriupaTopHBIM 00-
mectBoM (European Respiratory Society — ERS, 2017),
BD — 310 XpoHMYECKOe pecrimpaTtopHoe 3a00IeBaHueE,
XapakTepu3yeMoe KJIMHUYECKUM CUHIPOMOM Kalllisl,
BBIIEJICHNEM MOKPOTHI I OpOHXMAJIBHOU MHGMEKIINEH,
a pPeHTTeHOJIOTMYECKH — aHOMAJIbHOM 1 IIOCTOSTHHOM T~
Jarammei 6poHxos [9].

MporpeccuposaHue BocnaneHms

T

BocnaneHue

Hapywenue
MyKOLMN1apHoro
KnupeHca

<> MuKpoGHas kKonoHu3aLus

Konoxum OcBsoboxpeHue
MMKPOOPraHU3MOB (haKTOpOB MHIMGUPOBAHMA
MyKOLMNMapHOTO
KnupeHca

CTUMYNsALMS ceKpeLun cnnsu

Figure. “Vicious circle” — suggested pathogenesis of bronchiectasis (according to [2])
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OcobeHHOoCThIO BD B 1eTCKOM 1 MOAPOCTKOBOM BO3pa-
CTe, TIOMHUMO OITMCAHHBIX XapaKTePUCTUK, SBIISICTCS BO3-
MOKHOCTh UX 00PaTUMOCTH CO BpeMEHEM IIPpH YCIOBUM
paHHEro BhISIBICHUS U 3P PeKTUBHOTO JIeueHus [5, 10].

ERS npunsro caenyioliee onpeaeaeHue B OTHOILIEHUN
B3Oy nereii: «<bD — xpoHuyeckoe 3abojieBaHUE JIETKUX,
CcOOMpaTeIbHBIN TEPMUH TSI KIMHIYECKOTO CHHAPOMA
PELUMINBUPYIOIIETO YIIN TIEPCUCTHUPYIOIIETO BIAXXKHOTO /
MPOAYKTUBHOTO Kaliis, BocrajaeHus B JII1 u aHoManbHOM
IAJTATallT OPOHXOB, BEISIBISIEMOI TP KOMITBIOTEPHOM
tomorpacduu (KT) opranos rpynnoii kiretku (OT'K), ko-
Topasi oOpaTuMa 4epe3 HEKOTOpOe BpeMs IpU paHHEM
BBISIBJIEHUU U 3PDeKTUBHOM JieueHumn» [10].

B MeauLmHCKOI JIUTEepaType TEPMUHBI «OPOHX0IK-
TaTh4YecKas 00JIe3Hb», «OPOHX0IKTA3bl», «OPOHXUOJIO-
9KTa3bl» HEPEIKO MCIOJIb3YIOTCS KaK CUHOHUMBI TSI
0003HaYEeHUSI HEOOPATUMOTI'O pacCIIMPEHUs] OPOHXOB,
COITPOBOXIAIOIIETOCS UX aHATOMUYECKUM J1e(heKTOM.
B Hacrosiee BpeMs TEpMUH «OpOHXODKTaTU4eCcKas 60-
JIe3Hb» MIPAKTUYECKU He TIPUMEHSIETCS.

PacnipoctpanenHocTh BD B momnyiasauuu TOUHO He-
n3BecTHa. YacToTa X BBISIBISIEMOCTH B Pa3HBIX CTpaHaX
MOKET 3aBUCETh OT PA3IMYHBIX IPUINH, B T. 4. JOCTYII-
HOCTU MEIULIMHCKOTO 000pYNOBaHUS C BU3yalIU3alUei
XOpOIIEero KauyecTna.

HNmeroTcst maHHBIe 00 YBEJIMYSHUM YaCcTOThI BCTPE-
yaemocTi B3O ¢ Bo3pacrom. Tak, B CIIIA pacrnpoctpa-
HeHHocTh bD cpenn HaceneHus B Bo3pacte 18—34 et
coctapiset 4,2 Ha 100 000, Torma Kak y JIoAei crapiie
75 ner —271,8 na 100 000 [11]. B Kurtae otmeuaetcs poct
pacmpocTpaHeHHOCTH BB B momystiium crapire 18 et
¢ 75,5 (2013) no 174,5 (2017) na 100 000, yBenuueHue
ObLIO O0JIee 3aMETHBIM Y MALIMEHTOB 00OMX IMOJIOB CTapIle
50 et [12].

PacripoctpanernHocTs b3 B netTckoii oyt B Ho-
Boii 3enannuu coctasuia 3,7 Ha 100 000, mpu 3TOM TTOKa-
3aTeIu OTAMYAINCH B 3aBUCUMOCTHM OT STHUYECKOM TMpH-
HamiexxHoctu (ot 1,5 Ha 100 000 y BixoniieB U3 EBporibl
o 17,8 va 100 000 — y TMXOOKeaHCKuX abopureHoB) [11].

WUccnenoBaHus 1Mo n3y4yeHuIo sanuaeMuogornu bO
y neteii B P@® He npoBoawiuck. CornacHo dhopMme cra-
THCTUYeCKOTo HabmoneHus Ne 12, xon J47 mo Mexmy-
HApOJHOM CTaTUCTUYECKON KaccuuKauuu 00Jie3HEenl
1 TIpo0JIeM, CBSI3aHHBIX CO 310poBbeM, 10-To mepecMoTpa
(MKB-10) («bporxoskrasusi») B 2021 r. 3auKcupoBaH
y 796 neteit u 23 000 B3pOCIIBIX.

Llenbto 0030pa SIBsIETCS aHAINU3 JAaHHBIX INTEPATYPHI
0 COBPEMEHHBIX TTOIX0/IaX K TMAarHOCTHKE U JiedeHu o b3.

MaTepMan bl U MeTOAbI

Mcnonb3oBaHbl JaHHBIE 77 cTaTeil U 9KCIIEPTHOE MHEHNE
CIELIMAIMCTOB, OKA3bIBalOLIMX ITOMOILB ITaleHTaM ¢ bO.

Pesynbrarthl
Mp1YMHBI BO3HUKHOBEHMA OPOHXO3KTa30B
C mpakTHUYeCKOM TOYKY 3peHMS MaleHThI ¢ B pasnens-

I0TCSI Ha 2 IPYIIIbL: aCCOLIMUPOBAHHbBIE ¢ MyKOBUCLIMIO-
30M (MB) u He cBsizanHble ¢ MB. Takoii moaxon 00ycioB-

JIEH HEKOTOPBIMU OCOOEHHOCTSIMU, B T. Y. MUKPOOUOTHI,
KoJioHu3upytoieir Hukaue J1I1, HecMOTpst Ha CXOICTBO
STHOJIOTMYECKNX XapaKTePUCTUK U KIMHUYECKUX CUMII-
TOMOB TTalleHTOB ¢ bD 06enx rpyri.

V neteit v B3pOCIbIX MALIMEHTOB OCHOBHBIMU MaTO(hU-
3UOJIOTMYECKUMU MeXaH3MaMU pa3BuThs bD sBisioTcs:

* OwIaTauys OpOHXa B pe3yibTaTe CTPYKTYPHBIX AeheK-
TOB OPOHXUAJIbHOM CTEHKU;

* MOBPEXIECHUE 3JTACTUYECKOUN U XPSIIEBOM TKAHEH
OPOHXMALHOW CTEHKU B Pe3yJIbTaTe XpPOHUYECKOTO
BOCTIAJICHUS;

* TOBPEXICHUS MYKOLMJIMAPHOTO aImapaTa OpOHXOB
[10, 13, 14].
b3 MoryT HabmoaaThC y MALIMEHTOB MPY PAa3TMYHBIX

COCTOSTHUSIX, TIPEACTaBICHHBIX B Ta0I. 1 [5—9, 14].
OCHOBHBIC TIPUIMHBI, YACTOTA UX BCTPEYAEMOCTH,

KJIMHUYecKre (eHOTUIBI U MOAXOAbl K Tepanuu bD

npuBeneHbl B Ta0J. 2. XOTSI KOHEUHbI KIMHUYECKUIA

CHHIPOM CYIIECTBEHHO HE pa3IMJaeTcst, OTMEUEHO MHO-

JKE€CTBO KIIMHUYECKUX M PEHTTEHOJIOTMIECKUX OCOOCHHO-

CTeil, KOTOphIe AAIOT MpeacTaBieHue 00 aTuojoruu bd.

Hanpumep, noctuHdexiirionHsie b3 MOryT CUJIBHO OTIU-

yaThcs 0T BD mpu XpoHMUeCKOif 00CTPYKTUBHOM 00JIe3HU

JICTKUX ¥ OpOHXMAJIbHOM acTMe, a pEHTIeHOJIOTHYECKas

KapTHUHa MOCTTyOepKyJie3HbIX bD oTnuyaercs ot npu-

3HAKOB, HAOTIOMAEMbIX TTPY 3a00JIeBaHUSIX, BbI3BAHHBIX

HeTyOepKyJIe3HBIMA MUKODAKTEpUSIMH [9].

Mukpochnopa AbixaTenbHbIX NyTel Npu OPOHX03KTa3ax

JJoMUHUPYIOIIMM BO30ynuTeneM y nereit ¢ bD 6e3 MB
sBrisietcst Haemophilus influenzae. Jlpyrue MUKpoopra-
HU3MBI, TaKue Kak Streptococcus pneumoniae, Staphylo-
coccus aureus, Moraxella catarrhalis BcTpedaloTcsi ropasno
pexe [18, 19]. Komonmszaums Pseudomonas aeruginosa pu
B3y neteit BcTpevaeTcs pexe, 4eM y B3POCIIbIX, BBISIBIISI-
eTcsl MpenuMylLIecTBeHHO y nanueHToB ¢ MB [20] u, kak
MPaBWIO, aCCOLIMUPOBaHA ¢ GoJiee TSKEJTbIM TeUeHUEeM
3aboseBanus [7, 8].

¥V B3pocnbix nanyeHToB ¢ bD HeMyKOBUCUIMIO3HOM
9TUOJOTMU OCHOBHBIMU TPENCTaBUTEISIMU MUKPOOP-
TaHW3MOB, BBI3BIBAIOIINX MH(PEKIIMOHHOE BOCIaJICHNUE,
sapisietcs H. influenzae (HeKancynmpoBaHHBIC IITAMMBI).
Ona BcTpevaetcs B 14—52 % ciyyaes [21].

P aeruginosa Taxxxe HepeaKo 0OHAPYKUBAETCS Yy B3PO-
CJIBIX TTallMeHTOB ¢ BD HEMyKOBUCUUAO3HON 3TUOJI0-
run — B 12—43 % cay4aes [11, 22]. Kononusauust aTum
MUKPOOPTAHU3MOM COMIPOBOXIAeTCs 00jiee HU3KUMU
MoKa3aTesIsIMU JIETOYHOM (DYyHKLIMU, OoJiee BhIpaXKeHHBIMU
CHMIITOMaMM, Ka4eCTBOM KM3HH, YACTBIMU TOCTTATAJIN -
3alUSIMU Y XYAIIUM IIPOTrHO30M IO CPAaBHEHUIO C TTaIl-
€HTaMM TOM e TPYIIITBI, Y KOTOPBIX TaHHBII BO30OYIUTEIb
He BbiceBascs [23].

ITo naHHBIM cucTeMaTUUYECKOTO 0030pa HabJo-
IaTeIbHBIX MCCIIeTOBAHNI MMOKAa3aHO, YTO WHMEKIINS
P. aeruginosa y B3pocibIX TAlIUEHTOB CBsI3aHa ¢ 3-Kpart-
HBIM YBEJIMUYEHUEM PUCKA CMEPTHU, MOUYTU 7-KPaTHBIM
YBEJIMYEHUEM PUCKA TOCITUTAIN3AIWN U B CpeaHeM 1 mo-
ITOJTHUTEIFHBIM 000CTpeHNEeM Ha | marnmeHTa B rof [24].

S. pneumoniae MOXHO 0OHapYXUThb y 37 % B3POCIbIX
nauueHToB ¢ bD 6e3 MB [23].
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CTpyKTYpHbIe M3MeHeHNs GPOHXOB:
* cuhapoM Bunbsimca—-Kamn6enna (6annonupytowme 53)
« cunapom MyHbe-KyHa (Tpaxeo6poHxomeranusi)
* Tpaxeomansuus
* GpoHxoMansLms
* CTEHO3bI Tpaxeu U [ unn GpoHxoB
* GPOHXOTEHHbIE KUCTbI
* TpaxeanbHbIN GPOHX
* NeroyHas cekBecTpauns
* KNCTO3HO-aieHOMaTO3Has Manbhopmauns
ToKcuyeckoe NOBpeX/aeHNe CTeHKM GpoHxa:
* acnMpauum BCNeACTBUE HAaNNYMA TPaXeonuLLEBOAHONO CBULLA
* NPy BAbIXaHUM TOKCUYECKUX BELLECTB
* acnMpauusi NPy HepBHO-MbILIEYHbIX 3a00NeBaHNsAX
* racTpoasodareanbHas pednrokcHas 60nesHb
Mocne nepeHeceHHbIX MHGEKLMOHHBIX 3aboneBaHmii:
* KOKnHoL
* Kopb
* aieHOBMpPYyCHas MHdeKums
* MHEBMOHMA
* TyGepkynes
* HeTybepKynesHbIi MUKobakTepno3
* BUY-undpekums
» COVID-19 v pp.
06cTpyKUMs OTAENLHOTO GPOHXA, BbI3BaHHAA:
* BHELWHMMM NPUYMHaMK (MuMdpapeHonaTyhs, aHOManbHbIM COCyA, OMyXonb)

 BHYTPUOPOHXMANbHOIM 06CTPYKLUMEN NHOPOAHBIM TENOM BCNEACTBME
acnupauum

 BHYTPUOPOHXUANbHOM 06CTPYKLMEH 06BbEMHBIM 06pa3oBaHKeM (onyXxonb,
rpaHynema u T. A.)

O6cTpykTUBHBIE 3a6oneBaHus A:
* BpoHXManbHasi acTMa
« XOBN

O Aed)MI.IVIT 0, -aHTUTpUNCHHA

Tabauua 1
Cocmosnus, npu Komopuix pa3euearomcs GpoHxoIKmasol

Table 1
Conditions under which bronchiectasis develops

HapyLeHus MykouunuapHoro knupexca:
* NepPBUYHASA LUUNMapHas AUCKMHE3Ms
- MB
Annepruyeckuit GpoHXoNeroYHbIN acneprunnes
WmmyHopeduunThl
MNepBUYHbIE UMMYHOLE(MLUTHBIE COCTOAHUS:

* paseuTve B3 xapakTepHo Ana 6onbIWMHCTBA (hOPM, NpOTeKaoLWMX

C MH(EKUMOHHBIMM NposiBneruaMU. ®opmuposaHme B3 xapakTepHo

ANA NaLMEHTOB C NO3AHUM HaYanoMm Tepanuu UNu HeafeKBaTHbIM KOHTPONEM
Hajl pecnMpaTopHbIMK MHAEKLMAMM

BropuyHas ummyHocynpeccus, o6ycnoBneHHas:

* OHKOreMaTonornyeckumm 3abonesaHMAMm

* annoreHHoN TpaHCMNaHTaLyen, B T. Y. KOCTHOTO Mo3ra

* NPUMEHEHNEM UMMYHOCYNPECCUBHBIX NeKapCTBEHHbIX NpenapaToB
B3 npu cucTemHbIX BocnanuTenbHbIX 3aboneBaHusX:

* peBMaToOMAHBIN apTPUT

* CUCTEMHasA cknepoaepMus

* peLaAMBMPYIOLLMIA NOMMXOHAPHT — cuHApPoM MelieHbypra-AnkTxeppa-—
OnuHrepa

* aHKUNO3UPYIOLWIA CIOHANANT

* capkoupo3

* cuiapom Anepca-flanno

* cuHgpom MapdaHa

* CUHApPOM flHra

* CUHAPOM «KENTbIX HOITen»

« MeTachu3apHas xonapoaucnnasuns, Tun Mak-Kbrocuka
BocnanutensHele 3aboneBaHns KuLeYHMKA:

* f13BEHHbIN KONIUT

* GonesHb KpoHa
Wavnonatuyeckue B3

Hety6epkynesHble MukoGakTepuosbl (Mycobacterium avium, Mycobacterium
abscessus, etc.)

MocTTy6epkynesHbie B3 (Mycobacterium tuberculosis)

Mpumeyanme: b3 - GpoHxoskTasl; AN - AbixatenbHble myTw; BUAY - Bupyc ummyHopedmuuta yenosexa; XOBJ - xpoHuyeckas o6cTpykTvBHas GonesHb nerkix; MB — MykoBuCUMAO03.

S. aureus SIBNSICTCSI MUKPOOPTAaHU3MOM, BBIIEICHME KO-
TOpOro OoJiee XapaKTepHo 1151 matureHToB ¢ MB, uem ¢ BD
06e3 MB. OoHapyxeHue S. aureus MOXeT yKa3biBaTh Ha He-
JIMarHOCTUPOBaHHbIN ciaydait MB. TeM He MeHee y matiyeH-
ToB ¢ B 6e3 MB S. aureus BoiceBaeTcst ipuMepHoO B 3—27 %
caydaeB [25]. Y maumenTtoB ¢ BD, He accolmnpoBaHHBIMU
¢ MB, MoryT o6HapyXuBaTbCs U Ipyrye naToreHsl [23].

B 18—24 % ciydaeB, NpeUMYyILECTBEHHO TP JIETKOM
TeUCHUHN 3a00JIeBaHMSI, TTATOTEHHBIC MUKPOOPTAaHU3MEBI
13 MOKpPOTHI MauueHToB ¢ BD He BriceBatorcs [21], yTo
MOXKET OBITh CBSI3aHO C 0COOEHHOCTSIMU PAOOThI MUKPO-
OuoJiornueckux jabopatopuid. st MOBBIIIEHUST BbICEBa-
€MOCTH MUKPOOHBIX ITATOT€HOB 00CYKIACTCST HEOOXOIM -
MOCTb pabOThl C OMOJIOTUYECKUM MaTepuajioM O0JIbHBIX,
Kak y nauueHToB ¢ MB.

OCHOBHBIM UICTOYHUKOM UH(ULIMPOBAHMS SIBJISIIOTCSI:
* OoJIBHMYHAS cpena (BO3MyX, METUIIMHCKOE 000pyI0-

BaHUE U UHCTPYMEHTHI);

* OKpyxatouas cpena (Boaa, mousa, BO3AyX);
*  UH}UUIMUPOBAHHBIN 00JILHOU (MepeKpecTHOEe UHU-

LIMPOBaHUE).

DT MUKPOOPTraHU3Mbl Y MHGUIMPOBAHHBIX MallM-
€HTOB BBIIE/SIOTCS BMECTE C YaCTULIAMU CJIU3U UJIA MO-
KpOTbI MPU KalllJie, YUXaHUM, PA3roBOpe U pa3InuyHbIX
MEIUIMHCKUX MPOIielypax U o0cienoBaHusX: (puznore-
panuu rpynHoi KJIeTK!, TECTUPOBAHUM (DYHKIIUU JIETKUX,
a TaKXKe BO BpeMsl MHTYOalMu JieTKux [25].

IlepekpecTHOE MH(PULIMPOBAHUE MOXKET MPOUCXOIUTH
npyu NPSIMOM 1M HEMPSIMOM KOHTAKTE M BO3IYILIHO-Ka-
MEJIbHBIM MyTEM.
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Tabauua 2

Dmuoaozus, pacnpocmpaneHHoCHb, KAUHUYeCKUe heHomunvl u no0Xo0bl K mepanuu O6pOHX0IKmMa306 6 3a6UCUMOCHU
om smuoaozuu (adanmupoearo us [15—17])

Table 2

Etiology, prevalence, clinical phenotypes and approaches to treatment of bronchiectasis depending on the etiology

Kareropus
MocTuHeKUMOoHHbIe

MukobakTepuo3 nerkux
(neroyHas nHdbeKUKs, BbI3-
BaHHas Mycobacterium)

MocTTy6epkynesHbie

NmmyHopedmunTHBIE
COCTOSHMA

XOBI

BA

Annepruyeckuit GpoHxoneroy-
HbIl acneprunnes

MexaHuyeckas 0b6CcTpyKums
(B T. 4. acnupaums MHOPOAHO-
ro Tena)

Acnupaums | nHransums

CucTeMHble BocnanuTenbHble
3aboneBaHus

BocnanutentHble 3abonesa-
HUS KMLIEYHMKA

Yacrora, %

1,1-16

3-11

3-10

1-10

0,2-11,3

1,8-31,1

1-3

1-18

MpuyuHa | npumeyanms

BupycHbie, 6akTepuanbHbie, rpubko-
Bble, MUKoGaKTepuanbHble (06bI4HO
KnaccuchmumpyrTCs OTAENBHO)

Yawe - Mycobacterium avium
n M. abscessus

M. tuberculosis

MepBuyHbLIe: 06WMI BapuabenbHbIi
MMMyHOZE(MLUT, araMmarnobynuHe-
mus, runep-lgE-cungpom
BTopuyHble: XummuoTepanus, uMmy-
HOCYNpPecCcUBHas Tepanus, 3Mokave-
CTBEHHbIe HOBOOGpa3oBaHus, BUY /
cnug

KypeHue, aKkcno3uums pasnuyHbIx

areHToB, HEKOHTpoNMpyemoe Bocna-
NeHne

HepoctatoyHas 6asucHas Tepanua

TMnepyyBCTBUTENLHOCTH
K Aspergillus fumigatus

[lobpokayecTBeHHbIE OMYXONK, MHO-
poaHoe Teno, yBenuyeHHble numda-
THYeckue y3nbl

Acnupaums xenyaouHOro Coaepu-
MOFO, MHransuus eakux BellecTB

PeBMaTonaHbIi apTpuT, capkougos,
CUCTEMHas KpacHas BONYaHKa,
cuHapom LLlerpeHa

f13BeHHbIN KonuT, 6onesHb KpoHa,
Len1akus

MyTauus B rene CFTR

Knuxuueckuin dpeHotun

Tsxenas MHeKUMA B aHaMHe3e;
Kknaccuyecku B3 B 1 gone

KeHwuHbI cpeaHero unn noxunoro
Bo3pacTa ¢ Huskum UMT

Kucrosnbie B3 cpegHeit gonu
¥ A3bIYKOBLIX CETMEHTOB

KaButaums
«[lepeBo-B-noyKax»

JKeHWWHbI cpeAHero unu NoXunoro
Bo3pacTa ¢ Huskum UMT

Kuctosnbie B3 cpenHeit gonu
W S13bIYKOBbIX CErMeHTOB

KaButaums
«[lepeBo-B-noykax»
Yauwe Bcero — BepxHss gons

Pasnuynas
KNWHMYEeCKas KapTMHa B 3aBUCHMO-
CTM OT NPUYUHbI

Y nauuenTa B aHamMHe3e MOryT GbITb
HepecnupaTopHble UHeKLMN

®ukcnpoBaHHas 06CTPyKLUUS GPOH-
XOB

Kypehue B aHamHe3e

HwxHue ponu

Lunungpuueckue b3
[nuTenbHbIi aHamHe3 BA
YacTble 06ocTpeHus
HeittpodmnbHoe Bocnanenue [l
BA B aHamHe3e

l'ycTas mokpota

Staphylococcus aureus B MokpoTe
LienTpanbHble B3

Netyune nHdmnbTpaThl

B3 B ogHoM gone

B3 B HVXHUX gonsx

Pa3nuyHas KNUHUYECKas KapTuHa,
yacro GhIcTponporpeccupytoLee
TeueHue

PasnuyHas KnuHNnYeckas KapTuHa,
4acTo o6unbHasi MOKpPOTa U YyBCTBU-
TenbHocTb k KC

B3 BepxHeit gonu; P. aeruginosa
unK S. aureus B MOKPOTE; BHemeroy-
Hble NpoABNeHns

(adapted from [15 — 17])

Cneumdmnyeckoe neveHue
Het cneuudmyeckoro neyenns

ABT

Het cneuudmyeckoro nevenns

3amectutenbHas Tepanus lg, MM
npogKNaKTUYECKH, NIe4eHNe OCHOB-
Horo 3aboneBaHus, ycTpaHeHue
ATPOreHHON UMMYyHOCYNpPeccum

Het cneundmyeckoro nevenns

HeT cneuudmyeckoro nevenus.
Mpodmnaktuka - apexkBaTHas
Tepanua BA

TKC % npotuBorpubKoBbIe npenapa-
Tbl CUCTEMHOTO AeHCTBUS

YcTpaHeHue 06CTPyKLMM C MOMOLLbH
6pOHXOCKONMM UMK TOpaKanbHOM
XMpypruu

®yHponnukaums, OTMeHa npenapa-
TOB, BbI3bIBAOLMX YXyALEHNE
ractpoasodareannHoro pediniokca,
norotepanus

HeT cneuudmyeckoro nevenms

WHransumoHHble u cuctemHble MKC,
neyeHre OCHOBHOTO 3aboneBaHus

Cneunan1supoBaHHas MynsTUamnc-
LMNNMHapHas NOMOLLb B LiEHTpax
MB, auarHocTuka 1 neveHne BHene-
TOYHbIX NPOAABNEHUH, B T. Y. TapreT-
Has Tepanus

TMpumevanne: b3 - porxoakTassl; MT - nkpekc maces! Tena; BIY - Bupyc ummyHoaedmumTa venoseka; CIA - cuiapom nprobpeTeHHoro ummyHoaeduumTa; Ig - uamyHornobynux; XOB/T -
XpoHU4eckas o6CTpykTvBHas BonesHb nerkux; BA — 6poHxuanbHas actma; MMM - npotuBomMUKpOBHbIe npenaparbl; ABT — aHTubaktepuansHas Tepanus; MKC — riokokopTvkocTepouap!; A -

[ibixaTenbHble nyTi; MB — MyKoBHCUWMEAOS.
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Knaccudpmkaums 3aboneBaHns unu cocTosHMA (rpynnbl
3aboneBaHuit N1 COCTOAHMIN)

Kon BD mo MKB-10 — J47 «bponxoakTasusi» wim «bpoH-
XMOJIOBKTa3bl» (MCKITIOUYEeHBI: « BpoxaeHHbIe OpPOHX03KTa-
3b» (Q33.4), «TyOepKyne3Hble OPOHX0IKTa3bl» U «Bpox-
IeHHast OpoHxosKTa3us» (Q33.4)).

* B coBpeMeHHOI KIMHUYECKOMW MpaKTUKe MpU Kjac-
cudukanuu bD ncnonb3yoTcs: TEPMUHBI, KOTOPhIE
OTpakaroT Kak MeXaHU3M X 00pa30BaHUsI, TaK 1 MHO-
roodpasne Ux MPOSIBJICHUIA.

« BbD [26] npuHaTO NMOAPA3AEIATh HA MHIMHAPHYECKHE
(TyOyspHBIE ¥ BepeTeH000pa3Hbie), MemoTyaTbie (Ku-
CT000pa3HbIe) U BAPUKO3HbIE.

* B cBsI31 ¢ TeM, UTO Y OTHOTO MalleHTa MOTYT BCTPE-
yaTbCs pa3IMuHbIe TUTIBI BD, 00Jee BLICOKYIO 3HAYN-
MOCTb UMEET PacIpOCTPAHEHHOCTh U JIOKAJIM3aLIUsI
M3MEHEHUI B TIpeiesiaX KOHKPETHBIX OPOHXOJIETOYHBIX
CerMeHTOB. Brimensiorcst TpakumoHHeie bD, Bo3HM-
Karonue Ha ¢poHe (UOPO3HOTO Mpoliecca B IETOYHOI
TKaHU U XapaKTepU3YIOLIMeCs YTOMIIEHUEM CTEHKU
OpoHxa, paclIMpeHueM MX TTPOCBETa U CMEIEHUEM
OGpoHXOoCcoCyarCTOTO ITyuKa [19, 27—29]. Beigensiorcst
Takke aTenekrarndeckue bD, BosHMKaroIIe B 30HE
YaCTUYHOTO WJIY TIOJTHOTO aTejieKTasa.

BD B 6OBIIMHCTBE ClTyyaeB XapaKTEpPU3YIOTCS TIEpUo-
IuaecKuMu odoctpeHrssMu. Maza 000CcTpeHNST — aKTUBHBIN
BOCITAIUTEIIbHBIN ITPOLIECC C HAKOTUIEHUEM THOsI. B aToT 1e-
pYOI CUMITTOMBI 3a0071eBaHMsI Hauboiee sipkue. B HekoTo-
PBIX CIIy4asiX TIPY OTCYTCTBUU aIEKBATHOTO JICUEHUSI MOKET
TIPOM3OMTH OBICTPOE YXYIIICHUE COCTOSTHUS TTallieHTa —
BOCIIAJIUTEIBHBII MPOIIECC BHIXOMUT 332 PAMKH PacIIMPEHHO-
ro OpoHxa, pa3BUBaeTcs MHeBMOHUS. YacToTa 060CcTpeHUIt
MOXKET OBbITh PA3IMYHON — OT HECKOJILKUX TTU30/I0B B IOJ1
IO HECKOJIbKMX 3M3010B B TeueHne 1 mec. Maza pemuccnn
XapaKTepu3yeTcst OTCYTCTBUEM OCTPBIX CUMIITOMOB. BD mpu
3TOM coxpaHstoTcs. [1pu HaTMYUKM MHOXECTBEHHBIX pac-
IIMPEHNT OPOHXOB M COMYTCTBYIOIIETO ITHEBMOCKJIEPO3a
B (ha3e peMICCHUN MOXET HaOTIOIATHCS CYXOM MJTH BIIAXKHBII
KallreJIb, MPU3HAKU TbIXaTeIbHOM HEMOCTaTOYHOCTH.

HNunexc tsoxkectu bD (Bronchiectasis Severity Index)
paccuuTbiBaeTcs B 6annax (http.//www.bronchiectasisse-
verity.com/15-2/).

KnuHuveckue nposnsnexHus

B cBs13u ¢ Tem, uTo BD MoOryT BCcTpedaThbesl M KaK caMo-
CTOSITeJIbHOE 3a00JieBaHUE, U KaK MPOSIBIEHUE APYTroi
MaTOJOTMU, TUAaTHOCTUYECKUI MOAXOMA MTOJIKEH ObITh
MYJbTUAUCLUATIIMHAPHBIM.

[Mpenmonoxute Hanmnmarue bD MOXHO MpU HATUYNU

CleayIoInUX KIMHUYECKUX CUMITTOMOB:

* JUIMTEJIbHBIN WM TTOCTOSIHHBIN Kalllesb (C Bblaese-
HUEM MOKPOTHI, pexke 0€3 MOKPOThI) Ha MPOTSIKEHUU
Gostee yem 6—8 Heyl.;

* IIOCTOSTHHBIC U / WIM TIEPCUCTUPYIOIINE XPUIIBI B JI€T-
KHX, KOTOPbIE HEBO3MOXHO OOBSICHUTD APYTUMU TTPU-
YUHaAMU;

* HEMOJIHOE pa3pelleHre THEBMOHWH TTOCIIE aIeKBATHON
TepaIvy Wi IIOBTOPHBIC ITHEBMOHMM OJTHOM U TOM XK€
JIOKaJIU3alluu;

* CTOUKUI CMHIPOM OpOHXMAILHOI OOCTPYKIIMHU, TOP-
MUIHBINA K aIeKBATHO Ha3HAYEHHOU U TTPOBOAUMOM
Tepanuu;

*  HaJIMyMe pecnupaTOPHBIX CUMIITOMOB y TALIUEHTOB
CO CTPYKTYPHBIMU U / WU (DYHKIIMOHATBHBIMU Hapy-
LLIEHUSIMU KeJTyTOYHO-KUILIEUHOTO TPaKTa U BEPXHUX
AIT;

* KpOBOXapKaHbe.
Kputepuu guarHocTvkiu GPOHX03KTa30B Y B3POCHbIX

C 1990-x rr. KT Broicokoro paspemenust (KTBP) OI'K

CUUTAETCS «30JI0TBIM CTaHAAPTOM» B nMarHoctuke bO.

ITpu nnarHoctuke b Hauboiee LIMPOKO UCTOIb3YIOTCS

CIIeyIoNIe KPUTEPUH:

* yBEJIMYCHUE THMaMeTpa OPOHXMAIBHOTO IIPOCBETA OT-
HOCUTEJIbHO MPOCBETa coceaHero cocyna > 1;

*  OTCYTCTBHE CY>XEHUS OPOHXOB;

* HaJWYMe pacIIMPeHHBIX OPOHXOB, MPUJIETAIOIINX
K IUJIEBpe WJIM B mipeaesiax 1 ¢cM ot pedepHoil moBepx-
HOCTH TLJICBPHI;

* KOCBEHHbIEC TIPU3HAKU: YTOJIIIIEHNe OpOHXUATbHOM
CTeHKM, CKOIUICHUE CIU3M, MO3andyHas rmepdy3us,
ynasnuBaHue Bo3ayxa Ha KT mipm Beimoxe [30, 31].
KnnHuyeckre cMMNTOMBI MOTYT ObITh HeCITe MUY -

HBIMH, TTOSTOMY TIPA HAJIMYUUM XapaKTepHOW KapTUHBI

MpeUIaraeTcs CYNTATh 3HAYNMBIM HaJIMIKe > 2 U3 Clie-

IYIOIIUX CUMIITOMOB:

* Kallesb B OOJBbIIMHCTBO JHEH Heneu;

*  BBIICJIEHUE MOKPOTHI OOJBIIMHCTBO THEH HEHCIN;

* Haymume > 1 obocTpeHus B rox [31—33].

Kputepun aunarHocTuku GpoHX03KTa30B y AeTedt

Y neteit 1 MOAPOCTKOB ¢ ITomo3peHreM Ha bD mpeamodTn-
TeJIBHO UCITONB30BaTh B auarHoctuke KTBP OT'K. Takke
OCHOBHBIM KPUTEPUEM LIS OTIpeeeHUSI aHOMAJIUK y Jie-
Tel U TOIPOCTKOB SIBJISIETCSI COOTHOIIIEHE BHYTPEHHETO
IraMeTpa OpoHXa M BHEIITHETO TUaMeTpa IpUJIeraloieii
aprepuu > 0,8. CrnenyeT y4UThIBATh HAJIMUYME KIIMHUYE-
CKOUW CUMMIITOMAaTUKHU, T. K. Y I€TE€H, KaK U Y B3POCJIbIX,
€CTb PUCK rumep- u runonuarioctuku bO [10].

[varHocTuka o6ocTpeHns Npu GPOHX03KTa3ax y B3POCHbIX

BspocnbiM namueHntam ¢ BD pekoMeHayeTcst AuarHo-

CTHUPOBATh 000CTPEHNE XPOHNIECKOTO OPOHXOJIETOYHOTO

Mpoliecca Ha OCHOBaHUU > 3 M3 UMEIOIINXCS CUMITTOMOB:

*  yCUJICHUE KalllJIs,

* yBeJIMYEeHUE 00beMa MOKPOTHI;

*  yBeJIMYEHUE BBIPAXKEHHOCTU FTHOMHOIO XapaKTepa MO-
KPOTHI;

*  YCUJICHUE OJIBIILIKU;

* TIOBBIIIEHHAST YTOMJISIEMOCTh / HEIOMOTaHNE;

* JIMXOpajaKa M KpoBoxapKaHbe [19, 34].

[narHocTuka 060CTpeHns npu OPOHXOIKTa3ax y AeTen
VY neteii ¢ BD pekoMeHIyeTCsl IMarHOCTPOBATh 00OCTPEHIE

XPOHMYECKOTO OPOHXOJIETOUHOTO TIpoIiecca MO KIMHIIE-
CKUM TpY3HAKaM, eCJii y peOeHKa yCUIMBAIOTCS pecrupa-
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TOPHBIE CUMITOMBI (ITPEUMYILIECTBEHHO KallleIb C U3MEHe-
HUEM WK 0e3 KOJIMYeCcTBa WM XxapakTepa MOKpoThI) [10].

Hanuune oAbIIKY ¥ / VIV TUTIOKCEMUH PACIIEHUBAETCS
KaK TsKeJioe 000cTpeHue.

NaGopaTopHble AMarHoCTUYECKNE MCCNefoBaHus

JIaGopaTopHbie TeCTsI MPH 000CTPeHNH / IPU3HAKAX 000-
CTpeHHUs NpPH OPOHX0IKTa3axX. Y NeTeil U B3POCIbIX C MO-
no3peHueM Ha bD 1 npu 060CTpeHUU XPOHUYECKOTO
OPOHXOJIETOYHOTO TIPOIIecca C LEbIO TOTTOJTHUTETLHON
OLICHKM aKTUBHOCTHU BOCTIAJICHUSI peKOMEHIYeTCSI TIPO-
BeleHu1e 00l1Lero aHaiau3a KpoBU (pa3BEpHYTOr0) U OIpe-
neneHue ypoBHs C-peakTUBHOTO Oeka B ChIBOPOTKE
kposu [10, 30, 32, 35-37].

MukpoGuonoruyeckue UccnenoBaHus

Bcem manmenTam ¢ b (unum ¢ mogo3peHnem Ha BD) pe-
KOMEHIyeTCs] MUKPOOMOJIOTNYECKOE MCCIIeI0OBAaHNE MO-
KPOThI (MHAYLMPOBAHHON MOKPOTHI WM (hapuHroTpaxe-
aJIbHOTO acIMpara) Win (B UCKJIIOUNTEIbHBIX CUTYaIUsIX,
HaIIpuUMep, Y MiIaAcHIIeB) opodaplHTeaIbHOIO Ma3Ka
1 / WX XUIKOCTA OPOHXO0ATBBEOISIPHOTO JIaBaxka IS
UIeHTU(PUKALIMU MTaToreHa(-0B) U OIpeaeeHUs YyBCT-
BUTEJIBHOCTH BBIIEICHHON MUKPODIOPH (MUKPOOMO-
Jlornueckoe (KyJabTypallbHOE) MCCIIeIOBAaHNE MOKPOTHI
Ha a3poOHbIe U (PaKyJIbTaTUBHO-aHAPOOHBIE MUKPOOP-
TraHU3MBbI; MOJIEKYJISIPHO-OMOJIOTMYECKOE HCClIeJOBAaHUE
MOKPOTHI (MHAYLIMPOBAHHON MOKPOTHI, (hapHHTOTpaXe-
aJIbHBIX acrpaToB)) [4—7, 10, 23].

ITonyueHue 6Guomarepuana aJjst UCCIeI0BaHUS MUK-
podnopsl y AeTeit 10 5 AeT BO3MOXKHO C MOMOIIIBIO TITy00-
KOro Ma3ka u3 3eBa. st neteit crapiie 5—6 JieT U B3poc-
JIBIX IIPUOPUTETHBIM CUMTAETCS UCCIICAOBAHIE MOKPOTHI.
HccnemoBaHue MpoBOAUTCS TIPU TTEPBUIHOM TNATHOCTUKE
U B Ipoliecce TMHAMUYECKOTO HaOMIOAeHMS, B T. Y. IS
KOHTPOJIS 3(D(HEKTUBHOCTH TepaIliu, KpaTHOCTh — | pa3
B 6—12 mec., 1o mokaszanusaM — vae [10].

ITpu nepBuuHOM BbICEBE P. aeruginosa v npyrou rpam-
OTPULIATESILHOI U pe3UCTEHTHOM K MPOTUBOMUKPOOHBIM
npemnapataM (ITMIT) dbaopsl nociae Kypca aHTUMUKPOO-
Hoti Tepanuu (AMT) npu rocnutanu3alum Judo ¢ UEIbIo
OLIeHKN 3((eKTUBHOCTH ITPOBEACHUS 3paauKalliK IPO-
BOJIMTCS KOHTPOJIbHOE MccienoBaHue uepe3 7—10 gHei
nocyie okoHuyaHust Kypca AMT. B nanbHelieM MUKpoOuo-
JIOTUIECKHe NCCIIeIOBaHMe TIpoBOaUTC 1 pa3 B 3 Mec., mpu
5TOM OOJIBHBIE U30JIMPYIOTCS OT IPYrUX MalueHToB ¢ bD.

leyeHue

OCHOBHBIMU LIEJIIMU Tepanuu npu bD asmisiorca cie-
JYIOILIHE:
*  ONTUMU3ALMNS POCTa JIETKUX (Y IeTei);
s yaydineHne QYHKIIAW JICTKHX;
*  MUHMMM3ALHMS BOCIAIUTEIbHBIX U3MEHEHMIA;
* mojepKaHue ONTUMAJIbHOTO KaueCTBa XKU3HU;
* JleyeHue oboctpeHuii [10, 23].

Taxkoii Tomxo TT03BOJISIET MPEAOTBPATUTD WIIH 3aMe/l-
JIUTD IIPOrpecCUpOBaHKE OOJIC3HU, YIYULINUTh KJIMHUYE-
CKO€ COCTOSTHME U Ka4eCTBO XXM3HU NalueHTa ¢ b9.

B Bompoce neueHus nmauueHToB ¢ b B nmociaeaHue
TOIIbI TIPEJATTOUTeHNE OTHAETCS KOHCEPBATUBHBIM Me-
TOJaM Tepaluu, KOTOpble HallpaBjeHbl Ha ITOAABICHKIE
MH(pEKIMU 1 BOCCTAHOBJIEHUE OPOHXUAIBHOM ITPOXO-
JUMOCTH.

ITpuHIMIIBI BeAeHMSs ManeHToB ¢ b BKIovaloT Jie-
YyeHUE OCHOBHOM IMPUYMHBI, MOHUTOPUHI aKTUBHOCTU
00JIE3HU C UCCIeIOBAaHUEM JIETOYHOM (PYHKIIUU U pe-
TYJISPHBIMU [TOCEBAaMU MOKPOTHI, MeTOAbI ouncTKu JIT1
u neyeHue [TMII (taba. 3).

AHTUMUKPOGHasR Tepanus

Bb100p JieKapCcTBEHHBIX CPENICTB Y IeTeii U B3POCJBIX OTIpe-

JIEJISIETCST CIIEAYIONIMMU (DaKTOpaMMU:

*  BUJ BO30YIMTEJIs, BBISIBJICHHOTO Yy TTAIIMEHTA;

* YyBCTBUTEJIbHOCTb BO30yauTess K ganHHomy [TMIT;

* (aza 3aboseBaHUs (0OOCTPEHUSI — PEMUCCUS);

* TMPOIOJIKUTEIbHOCTh MH(MEKIIMOHHOIO Tpolecca
(xpoHmveckasi THGEKIINS — BIIEPBbIC BBISIBICHHBIN
BO30YIMTEb).

Kak npaBuiio, y 6oJblIMHCTBA MalueHTOB ¢ bD
IpeTapaToM BeIOOpa SIBJISIETCS aMOKCULIMJUIMH + KJla-
ByJIaHOBAsI KMCJIOTa, Aajiee IO MPEANOYTUTESIbHOCTH
ciaenytot uedanocrnopunsl [I1-III mokonenus [10, 19,
44] (tabmn. 4).

Br10op myTH BBEAEHHS OTIPEACISIETCS CACAYIOIINMU
daxropamu:

*  BUJ BO30YIMTEJIs, BBISIBJICHHOTO y MAlIMEHTa;

* (aza 3aboseBaHUs (0OOCTpEHNE — PEMUCCHUST);

* TMPOIOJIKUTEIbHOCTh MH(MEKIIMOHHOIO Mpolecca
(xpoHmveckasi THGEKIINS — BIIEPBbIC BBISIBICHHBIN
BO30YIUTEIb);

*  MECTO OKa3aHUsI MeAULIMHCKON moMolIu (amMOyiaTop-
Hasl / cTallMOHapHas);

* apdexTuBHOCTb IpeaiecTBytoneit AMT.
Bo3moxkHO mpuMeHeHue cTyrieHyaToro Meroga AMT.

[MarmeHTaM ¢ YacTHIMU 0OOCTPEHUSIMU U / WIIA TIPOTPEC-

CHPYIOIINM YXYAIICHUH JISTOYHON (PYHKIINN PEKOMEH-

nyrores mmTenbHble Kypesl [IMIT [6, 7, 9, 19, 23, 45].

Hcnonb3yeTcs B T. 4. MHTAISILIMOHHBIN MTyTh BBEACHMUSI

(Tabn. 5).

OneHka 0e30MaCHOCTH JIeYeHHs] 3aBUCHUT OT TTPUMEHSI -
€MOT0 JIEKAPCTBEHHOT'O CPEICTBA M IIPOBOAMUTCS C YUETOM
BO3MOXHBIX HeXeaTeJIbHbIX IEKAPCTBEHHbIX PeaKIIUA.

MYKOHI/ITVI‘IeCKaﬂ Tepanua

Enunbie pekoMeHIaMu mo MyKOJMTUUECKOUN Tepanuu
npu b, He obyciioBieHHbIX M B, OTCYTCTBYIOT B CBSI3U
C HEIOCTaTOYHBIM KOJIMUYEeCTBOM uccienoBanuii. [1pen-
IMOUTUTEJICH MHANBUIYAIbHBINA TTOAXOA B 3aBUCUMOCTH
OT 3a00JieBaHUS U €T0 TSKeCTH (CM. TabJ. 3).

HawuboJee yacTo MCIOIB3yeTCST TUTIEPTOHNYECKUIA (3-,
Wy 6- uin 7%-Hblil) paCTBOP HATPUsI XJIOPUIA B BUIE MO-
HoTtepanuu, xkenareiabHo ¢ 0,01- 1 0,1%-HbIM pacTBOPOM
HaTpus TManypoHara (cMm. Taou. 3) [40, 52—54].

D¢ HEeKTUBHOCTh JaHHOW KOMOMHALIMY Y MallUeH-
ToB ¢ BD mIpogeMoHCcTpHUpoBaHa 110 pe3ysbTaTaM MHO-
TOYMCJICHHBIX MCClIenoBaHuii. Hampumep, mo naHHBIM
3apy0ekHOIro KCCcliefoBaHUs ObLIO T0Ka3aHO, YTO MpU
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MpnHuMn

JleyeHue ocHoBHOM
NPUYUHBI

MoHuTOpHHT aKTUBHOCTH
6onesHu

MeTtogb! ounctku AN

n poTMBOBOCNANUTENbHAA
Tepanua

Tabauua 3
Taxmuka éedenus nauyuenmos ¢ GpOHX0IKmMazamu

Table 3
Managing patients with bronchiectasis

KoHKpeTHble cocTaBnstowme

HanpuMep, IevyeHune annepruyeckoro 6pouxonerot|Horo acneprunnesa, 3amecTutenbHasa Tepanusa |g, NeyeHue peBMaToOMAHOro apTpuTa
UNY BOCNaNMUTENLHOTO 3a60MeBaHNsA KULIEYHNKA

ExerogHbIit KOHTPONb Nero4Hol yHkumm (cnupometpus) [38]

PerynsipHble noceBbl MOKPOTHI AN ONpeAeneHns KoNOHN3MPYHLLMX MAKPOOPraHu3moB 1 ycTornunBocTH k MM cuctemHoro
neincrams [21]

NeyebHas cmskynLTypa Npyu 3aboneBaHUsX GPOHXONEroyHoi cuctembl [39]
MocTypanbHblii ApeHax [39]

TpeHaxepbl AbixaTenbHble (C NONOXUTENbHLIM AaBNEHUEM HA BbIAOXE), HaNpUMep, TPeHaxep AblxaTeNbHbIiA ¢ NepeMeHHbIM
nonoXuTenbHbIM AaBneHuem Ha Bbigoxe «PARI o-PEP» tun 018, «Akanenna yoicy [39]

Annapat BbICOKOYACTOTHOI OCLMNNSALMK rPYAHON KneTkm [39], BUGpoakycTuyeckas Tepanus

TvnepToHnyeckuii (3-, 6- unu 7%-HbIi) pacTBOp HaTPKUA XNOPUAA B Ka4ecTBe MOHOTEpanuu, xenarensHo ¢ 0,01- v 0,1%-HbIM pacTBOpoM
HaTpus rmanypoHara [40], npUMeHsieTcs MHransLMoHHO Yepe3 Hebynaiaep no 5 mn 2 pasa B AeHb, ynyywaet knupeHc [ v sBnsetcs
6a31CHOIN MYKONUTNYECKOW Tepanuei ¢ BbICTPbIM MYKONUTUYECKUM 3thdekToM. Takke MOXET MPUMEHATLCA 2-3%-HbI TMNEPTOHNYECKNI
pacTBop HaTpus xnopuaa, 0cobeHHo y AeTeit MnajLero Bo3pacTa M NalMeHTOB cTapluero nokonenus [41]. Tuon-copepxalume npenapatbl

(NAC, kapbouucTenH, apaocTemnH)

[inuTtenbHble Kypcbl MaKponuaoB B CyGUHrMOMpyoLMx fo3ax (npu HeobxoaumocTy) [42]

Bblﬁop MMIN cucTemMHOro AeNCTBIUA Ha OCHOBAHNM BbISIBNIEHNS NATOr€HHbIX MUKPOOPraHU3mMoB U UX HyBCTBUTENIbLHOCTU

MoceB MOKpOTHI AOMKeH ObITb NPOBEAEH A0 Havana neyeHns
Heobxoauma apagukaums P. aeruginosa [43]

PerynspHoe nposepenve npeseHTnBHOM AMT (no nokasaHusm)

MaumenTam ¢ 2 3 oGocTpeHnsamMK B rof, Npyu KoTopbIx Tpebyetcs nposeaeHne AMT, unn nuuam, y KoTopbix oTMe4aeTcs < 3 060CTperuit
B FOf, HO NPU UX TAXENOM TeYeHUU CrieayeT paccMOTpeTb BONPOC O ANNTeNbHOM HasHaveHuu IMI [19]

Mpumeyanme: Ig — ummyrornobynu; MMM - npotusomukpobHble npenapatsl; NAC — N-auetununctens; AMT — aHTumMukpobHas Tepanms.

Tabauua 4

Pexomendauyuu no anmubaxmepuaivroli mepanuu o60cmpenuli Xponu4eckoi ungexuyuu

npu 6ponxosxmasax [19, 45—47]
Table 4

Recommendations for antibacterial treatment of exacerbations of chronic infection in bronchiectasis [ 19, 45—47]

Bosbyautenn

HavanbHas amnupuyeckas Tepanus®

H. influenzae
Amnuuunnua-y
AmMnuuunnux-P

S. pneumoniae
MNexvuyunnuy-4

MNeHuuunnuy-P

Hetsixenoe o6ocTpenue
(npeanouTUTENLHO aMbynaTopHoe NeyeHue)

Liecoypokeum™
[okenumknun* =
NeBodnokcauu* S

JTnotponHas Tepanus
Amokcuuunnun**
AMOKCULMNNNH + KNaByNnaHoBas kucnora*
[okenumknuu* =
Liecomkeum™
Liunpocbnokcaumn**$
NeBodpnokcaumun*

Amokcuumnnus*
AsnTpomuunH**
Knaputpomuumn* *
AMOKCHLMNNWH (BbICOKas Ao3a)*™

AMOKCHLIMINNH*, aMOKCULMNNKH + KnaBynaHoBas kucnora™

Tskenoe obocTpeHMe (neyeHme B CTaLMoHape)

AMnNMUMNNMH™, aMOKCULMNNKH + KNaBynaHoBas kucnora™
AmnuumnnuH + cynb6aktam**

Lledrorakcum**

Lledprpnakcon**

Lledraponuu*

Llecbenum™

TeBocpnokcaumn*$

Amnuuunnne**

AMOKCULMNNMH + KnaBynaHoBas kucnora**
AmMNUUMNNKH + cynbbaktam*™
Liechorakcum™

Lledptpuakcon™

Llechraponuq**

Liunpodprnokcauun**:$

TeBodpnokcaumn*$

Avnuumunnun**

Llechraponuq*

Havauo. ITponosxeHue tadi. 4 cM. Ha ctp. 167
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[Mponokenue tab:. 4. Hayano cM. Ha cTp. 166

M. catarrhalis

S. aureus
MSSA

MRSA

P. aeruginosa

Enterobacterales
BNPC (-)

BIPC (+)
Kap6anenemasa (-)

Kap6anenemasa (+)

S. maltophilia

NvHesonna**
NeBodpnokcaumn**$
Mokcudpnokcauun*$

AMOKCULMNINH + KNaBynaHoBas Kucnora*™
Llecomkenm*

AsutpomMULuH**

Knaputpomuuus**

Liunpochnokcauun*

NeBodpnokcaumn**$

Mokcudpnokcauus*$

AMOKCHLIMNNUH + KNaBynaHoBas kucnora*™
KnuHpamuumn™

Liecanekcun*™

NeBodpnokcauun*

Mokcudpnokcauuu*$

Liechypokeum™

Nunesonug™

Ko-Tpumokcason (cynbchameTokcason + Tpumetonpum)™

Liunpochnokcaumn** $ (netsm —umnpodpnokcauuq® **)

Llecomkeum™

Lunpochnokcaumun**$

NeBodpnokcaumn** $ (netsm — nesodinokcauun® **)
Mokcudnokcauus*$ (aetim — Mokcudnokcaumn® **)

praneHem**

Lledhrasuaum + aBubaktam™ * azrpeoHam
TureumknuH** (Bbicokas 4o3a)

Ko-Tpumokcason**
Tureumknuu**
MuHOUMKNUH
TNeBodnokcauuH*

Llechorakcum**
Lledptpnakcon*

Jlunesonup**
TeBodpnokcaumn*
Mokcudnokcaumn**$
AMOKCULMNAMH + KnaBynaHoBas kucnora**
AMRULMNNKH + cynbGakTam*
Llechorakcum**
Llechrpuakcon**
Liunpodpnokcauun**§
TeBocpnokcaumn*$
Mokcudnokcaumn*
Okcaumnnux**

Liechazonun**

Jnnesonup**

Jlunesonug**

Llechraponuq*
BaHkomuumuH*
TenaBaHUuH*
Ledrasngum*™

Ledennum**

Munepauunnux + Tasobaktam**
Meponenem**

Nmunenem**

[opuneHem™

BuaneHem

Llechrasngum + aBubakram**

Lledhranosan + Tazobaktam™
+

AMUKaLUH* A
Tobpamuumu** 4
®ocomuumnn**
A3TpeoHam
Monumukcun B*
Konuctumerar Hatpus
Liedhorakcum**
Lledprpnakcon*
Lecenum™
Lunpodnokcaumnu**$
TeBochnokcaumn* S
Mokcudnokcaumn** S
Meponenem**
Umunenem**
Nlopunexem*™*
Llechrasngum + aBubakram**
Munepauunnux + TazobakTam™: "
Liecbenum + cynb6akram™:*
Lledprasuaum + aBubaktam™ * a3tpeoHam
Tureumknuu* (Bbicokas 4o3a)
MNonummkcun B** £ dhocchommumn*™
KonucTumetar Hatpus * chocoMmLmH**
KombuHauus 2 13 nepeuncneHHbIX npenaparoB:
* KO-TPMMOKCa30n (CynbgameTokcason + TpumeTonpum)**
* TUreLuKnun**
* neBOChNOKCaALMH**
* uedprasugum + aBubaktam*™

[Mponomxenue. OkoHuaHue Tad. 4 cM. Ha cTp. 168

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.orgl/licenses/by-nc/4.0/

167



Agdees C.H. u dp. BpoHX03KTa3bl: 0030p JIUTEPATypPhl MTPU MOATOTOBKE KIMHUYECKMX pekoMeHnaumii 2024 rona

Okonuanue tabJ. 4. Hayayo cM. Ha cTp. 166

Achromobacter spp.* Ko-Tpumokcason (cynbchameTokcason + Tpumetonpum)™ KombuHauus 2 unu 3 u3 nepeyncneHHbIX npenapaTos

(He Ha3HayaTb > 1 GeTa-naktamHoro MMN):

Konuctumerar Hatpus (MHransLMoHHo) * nUNepauuniuH + Tasobakram**

Liechrasugum*™* * MeponeHem™
* KO-TpUMOKca3on (cynbghameTokcason + TpumeTonpum)*™*
* yedrasugum™
* yedenum**
© TUreLMKnuH™
* NONIUMMUKCUH B**
* KONUCTMMETaT HaTpus
* nieBochroKcaLmMH**

B. cepacia complex Ko-Tpumokcazon** Ko-Tpumokcazon**
[okeuumknuu** Ledrasngum*
MuHoumknuH Meponenem**
Ledrasngum™ [lopunexem
Meponenem*™* Llechrasngum + aBubakram**
DopuneHem

Llechrasngum + aBubaktam**

Mpumeyanne: MSSA (Methicillin-sensitive Staphylococcus aureus) — METULMANNH-4YBCTBITENbHI 30M0TUCTBII cTadonokokk; MRSA (Methicillin-resistant Staphylococcus aureus) — MeTvuunmmnH-
PE3NCTEHTHBII 30M10TUCTBIN cTadommokokk; BJIPC — B-naktamassl paciumpenHoro criektpa; MMM - npotuBomMMKkpoBHble MpenapaTbl; * — IOMUMO KIIMHUYECKON TSHKECTH, BbIGOP CTapToBOM NPOTYBO-
MUKPOBHOI! Tepanuy onpesenseTcs pesynbraramin KynbTypanbHoro 1CCneA0BaHNS PECTPaTopHbIX 06Pa3LioB (MOKPOTa, BPOHX0aNbBEONAPHbI NaBaX 1 Ap.), NOKaNbHbIMU AaHHBIMI YyBCTBUTENb-
HOCTH KIio4eBbIx BO3ByATeNeit k NpOTUBOMIKPOBHBIM Npenapatam v NPEALLIECTBYIOLLM OTBETOM Ha NPOTUBOMIKPOBHYIO Tepanitto; HeOBXOMMMA KOHCYMBTALIMA KIMHUYECKOTO (hapmaKkonora, eciin
B aHaMHe3e IMEETCS rMnepyyBCTBITENBHOCTb K MPOTMBOMUKPOGHLIM MpenapaTam Ui CepbeaHble HexenarenbHble NekapCTBEHHbIE peakLi i HasHaueHnn NPOTMBOMUKPOOHBIX Npenaparos,

a TaKKe BbICOKWiA PYCK 3Ha4MMbIX NeKapCTBEHHbIX B3auMOAEVCTBHI; ** — npenapar BXoawT B MepeyeHb KU3HEHHO HEOBXOMMMBIX 1 BaXHENLLIMX NEkapCTBEHHbIX NPenapaTo (pacnopskeHne
Mpaswrenscraa PO ot 12.10.19 Ne 2406-p «O6 yTBep/aeH!M NepeyHs KU3HEHHO HEOBXOMUMBIX ¥ BaXHEVILLIX NeKapCTBEHHbIX MPEnapaToB AN MeANLIMHCKOTO npumeHeHms Ha 2020 r., nepeyHs
neKapCTBEHHbIX NPenaparoB AN MEAULIMHCKOTO MPUMEHEHNS, B T. Y. NeKapCTBEHHbIX MPENnapaToB Ans MeAVLIMHCKOTO MPUMEHEHNS, HasHauaeMbIX Mo peLueHvio Bpa4eBHbIX KOMUCCH MeSMLIMHCKIX
OpraHu13aLii, NepeyHs NekapCTBEHHbIX MPEnapaTos, NpeaHasHaveHHbIX Ans 0becneyeHns N, GonbHbIX reModunied, MyKoBICLIMA030M, vnodm3apHbIM HaHM3MOM, GonesHbio MoLLe, 3n0KaJecT-
BEHHbIMY HOBOOBPA30BaHMAMY NMMAQYOUSHON, KDOBETBOPHOI 11 POFCTBEHHBIX UM TKaHEN, PACCESHHbIM CKIIEPO30M, FeMONMTIKO-YPEMUYECKM CUHAPOMOM, KOHOLLECKIM apTPUTOM C CUCTEMHBIM
Hayanom, Mykononiucaxapugoom |, Il v VI Tunos, nuw nocne TpaHCnaHTaLWUM OpraHoB 1 (i) TKaHed 1t MHUMANbHOTO acCOpTUMEHTA NeKapCTBEHHbIX Npenapato, HEOOXOAMMbIX ANS OKasaHust
MeMLIHCKO noMoLLM» (C nameHernaMy Ha 09.06.23); * - npumeHeHve nexapcTBeHHOO Mpenapata B COOTBETCTBUM C NOKA3aTENAMY (XapaKTepUCTUKaMM), He YKa3aHHBIMM B MHCTPYKLMA N0 ero
npvmerernio (off-label), ocylecTnseTcs no pewwemto BpayebHoi komuccK, ¢ paspelueHis JIoKanbHOro STHYECKOro KOMITETA MEAVILIMHCKOI Oprau3aLyy (Mpu Hanuyi), Py YCroBUN NOAMMCA-
KV MHOPMUPOBAHHOTO S0BPOBOMBHOTO COMNACHs OBHVM 13 POAUTENEN U MHBIM 3aKOHHBIM NPEACTABUTENEM It HECOBEPLLIEHHONETHVM B BO3paCTe CTapLue 15 NeT Uit HeCOBEPLIEHHONETHIM
BonbHbIM HapkomaHvell B BospacTe cTaplue 16 ner (cornacHo PenepanbHomy 3akoHy Ne 323-03 ot 21.11.11 ¢ uameHeHMAMM); — AOKCULIMKIMH™* MPUMEHSETCS TOMbKO Y B3POCTIBIX U [eTell

2 8 f1er; Taloke HeoBXOANMO Y4MTLIBATb, YTO B POCCIN NOBCEMECTHO OTMEYAETCA BBICOKWI YPOBEHb PESNCTERTHOCTY S. pneumoniae K OKCHLMKIHY™; & — LiunpodbrokcauuH™, nesodnokcaLmH™ /
MOKCUNIOKCALMH™ HasHa4aeTes muuam 18 net u craplue, AETAM — N0 XU3HEHHbIM NOKa3aHUAM (LunpodnokcaunH™ **, nepochnokcaunh™ **, MokcudnokcaumH® **) 48, 49]; *— HasHayaloTCs TOMbKO
NPV M3BECTHOV YyBCTBUTENBHOCTY BO3BYANTENS; A — yBeanTeNbHbIX 0Ka3aTeNbCTB NPENMYLLECTB KOMOUHMPOBAHHOM NPOTVBOMUKPOBHO Tepanui He nonyyeHo. KoMbuHaLms HasHauaeTcs npu
HeAoCTaTo4HOI 3(EKTVBHOCTY MOHOTEPAMWM, BbISBNIEHUM MOM- /| NAHPE3NCTEHTHBIX H30NATOB P. Aeruginosa; * — BO3MOXHO TOMbKO Mpy BbIsBMEeHuy E. coli; * - peanbHas ayekTuBHOCTb 1 BAMS-
HVe Ha UCXOfbI Pa3NIUYHbIX PEXVMOB MPOTUBOMUKPOBHOY Tepanyy Mpy WHGEKUMAX, Bbi3BaHHbIX Achromobacter Spp., He YCTaHoBMeHa.

Note: *, in addition to clinical severity, the choice of initial antimicrobial therapy is determined by the cultures of respiratory samples (sputum, bronchoalveolar lavage, etc.), local data on the sensi-
tivity of key pathogens to antimicrobial drugs and the previous response to antimicrobial therapy; consultation with a clinical pharmacologist is necessary if there is a history of hypersensitivity to
antimicrobial drugs or serious adverse drug reactions when prescribing antimicrobial drugs, as well as a high risk of significant drug interactions; **, the drug is included in the list of vital and essen-
tial drugs (Order of the Government of the Russian Federation dated October 12, 2019 No.2406-r “On approval of the list of vital and essential drugs for human use for 2020, the list of drugs for
human use, including medications for human use prescribed by decision of medical panels of healthcare institutions, a list of medications intended for provision to persons with hemophilia, cystic
fibrosis, pituitary dwarfism, Gaucher disease, malignant neoplasms of lymphoid, hematopoietic and related tissues, multiple sclerosis, hemolytic-uremic syndrome, juvenile arthritis with systemic
onset, types |, Il and VI mucopolysaccharidosis, persons after organ and (or) tissue transplantation and the minimum list of medications necessary to provide medical care” (as amended as of
06.09.23); *, a medicinal product can be used in accordance with indicators (characteristics) not specified in the instructions for use (off-label) by decision of the medical panel, with the permission
of the Local Ethics Committee of the healthcare institution (if any), subject to signed informed voluntary consent from one of the parents or other legal representative and a minor over the age of
15 years or a minor with drug addiction over the age of 16 (in accordance with Federal Law No.323-FZ dated November 21, 2011, as amended); % doxycycline™ is used only in adults and children
> 8 years old; it is also necessary to take into account that there is a high level of resistance of S. pneumoniae to doxycycline in Russia**; %, ciprofloxacin™, levofloxacin**/moxifloxacin™ is pre-
scribed to persons of 18 years of age and older, children - for life-saving reasons (ciprofloxacin™ #, levofloxacin™ ¥, moxifloxacin™ #) [50, 51]; *, prescribed only if sensitivity of the pathogen has
been confirmed; 4, no convincing evidence of the benefits of combination antimicrobial therapy has been obtained. The combination is prescribed when monotherapy is insufficiently effective and
poly-/pan-resistant isolates of P. aeruginosa are identified; *, possible only if E. coli is detected; *, the real effectiveness and impact on the outcomes of various antimicrobial therapy regimens for

infections caused by Achromobacter spp. has not been established.

Ha3HAaYeHUU TUIIEPTOHUYECKOTO pacTBopa B 3-, 6-
1 7%-HOoW KOHLEHTpaluu 1Mo cpaBHeHUIO ¢ 0,9%-HbIM
pactBopoMm NaCl y mareHTOB ¢ MyKOBUCIIMIO30M 1 He-
MYKOBUCIIUIO3HBIMU BB mocToBepHO yaydiiaroTcs Jie-
royHasi (GyHKIIMSI M KQueCTBO XKM3HM, CHMKAIOTCST yacToTa
TSKeJIbIX 000CTpeHMt 1 OakTepuaabHas Harpy3ka Ha JITT
IpK XpoHNIecKoit nHpekunu P, aeruginosa [55—58].

JlobaBiieHre BBICOKOMOJIEKYISIPHOM THaTypOHOBOI
KHCJIOTHI 00eCIeuynBaeT J0MOJHUTEIbHbBIN MPOTUBOBO-
CHaUTENbHbIN 3(h(EKT 1 MOBbILIAET IeICTBUE aHTUOAK -
TepUAIBHBIX IIPETIApaTOB B OTHOIIEHUHM OCHOBHBIX MHU-
KpoopraHu3MoB (S. aureus, M. catarrhalis, H. influenzae)
3a CYeT BAUSIHUS Ha OuorieHkHu [59].

[Tpu mepBOM MHTAISIIMOHHOM ITPUMEHEHUU TMIIEPTO-
HUYECKOTO pacTBOpPa HATPUSI XJIOPUIA CIIEIYET IIPOBECTH
CITMPOMETPUIO IO MHTAJISIIINK 1 Yepe3 5 MUH TocIie Hee
B CBSI3M C BOBMOXKHOCTBIO Pa3BUTHUsI OpOHXOCIIa3Ma y He-
KOTOPBIX MAlIUEHTOB.

Jpyrue MyKOJIUTUYIECKIE TIpernapaThl UCIOJIb3YIOTCS
B IIPaKTUYECKOM MEAUIIMHE, OMHAKO T0KA3aTeIbCTB BhI-
COKOT0 KauecTBa X 3(POEeKTUBHOCTA U 6€30MaCHOCTHA
MPU TOJITOCPOYHOM MTPUMEHEHUH HeA0CTaTOUHO [52, 60].

V nanuenToB ¢ BD MoxeT npuMeHsieTcs IUTeIbHas
(> 3 Mec.) Tepanusg MyKOAaKTUBHBIMH TIpeTiapaTaMu, €CIIN
CTaHIAPTHBIC HEMEANKAMEHTO3HBIE METOIUKHN OPOHXM-
aJIbHOTO KJIUpEeHCa HEAOCTaTOUHO 3(P(PEeKTUBHBI, a TPU
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Tabauua 5

Pesrcum 003uposanus uH2AAAYUOHHBIX AHMUOAKMEPUAAbHBIX RPENAPANO8 NPU GPOHX0IKMA3AX

Table 5

Dosing regimen of inhaled antibacterial drugs in bronchiectasis

HaumeHoBanue MMM ®opma Bbinycka / nyTb BBeAEHUs

Tobpamuumn** Kancynbl ¢ nopowkom Ans uHranaumi

To6pamuumn** PacTBop ans uHransumit | yepes HeGynaisep

Konuctumerar Hatpus* Topowok Ansi NPUroToBNEHUsi pacTBopa Ans UHransALmui /
yepe3 Hebynaisep

A3stpeoHam™ PacTBop ans B/B BBeAeHMS | Yepe3 Hebynansep

Tuamdennkona rmuumHat  Jlnodunusar Ans NPUroToBNEHMA PacTBOPa ANs MHBEKLMIA

auetunumctenHar [50, 511 v uHransumit

‘ Pexvm Ao3npoBanms
112 mr 2 pa3a B AeHb (B3pocnbie v aetu > 6 net)
300 mr 2 pasa B AeHb (B3pocnibie 1 AeTH > 6 ne)

1-2 MnH e, 2-3 pasa B eHb (B3pocnbie v AeTu > 6 net) no 80 mr (3 mn)
netam Ao 6 net u 160 mr (4 mn) Bo chnakoHe) AeTsim cTapiue 6 ner

75 Mr 3 pasa B AieHb (B3pocnbie v AeTH 2 7 neT)

250 mr 1-2 pa3a B cyTku; AeTam — no 125 mr 1-2 pasa B cyTku

Mpumeyanme: MMM - npoTMBOMIKPOOHLIE Mpenaparsl; ** — npenapat BXOAUT B NEPEYeHb KU3HEHHO HEOBXOLMMBIX 1 BaXHEILLUX NekapcTBeHHbIX npenapatos (Pacnopshkenue MpasuTenscTea PO
o1 12.10.19 Ne 2406-p «O6 yTBEpKAEHUM NEPEYHS KUIHEHHO HEOBXOMMMBIX M BAXKHEMLLIX NEKapCTBEHHbIX MPEnapaTos Ans MEAVLMHCKOro npumeHeHns Ha 2020 rofl, nepeyHs NekapcTBEHHbIX
npenapato Anst MEAULMHCKOrO NPUMEHERNS, B T. Y. NeKapCTBEHHbIX NPenapaTos ANst MEAVLIHCKOTO NPUMEHEHNS), Ha3HaYaeMbIX N0 PELLEHMI0 BPAYEBHbIX KOMUCCHI MELULMHCKVX OpraHM3aLui,
NepeYHs NekapCTBEHHbIX MpenapaTos, NPeAHasHaYeHHbIX Ans obecneyeHs L, BonbHbIX reModunied, MyKOBICLIMA030M, TNOGM3aPHBIM HaH3MOM, GoNe3HbIo [OLLE, 3N0KaYECTBEHHbIMM HOBO-
06pa3oBaHsAMM NMMAYOUBHON, KPOBETBOPHOI 11 POACTBEHHBIX UM TKaHEN, PACCEAHHbIM CKTIEPO30M, reMOMUTUKO-YPEMUYECKAM CUHLPOMOM, KOHOLLECKUM apTPUTOM C CUCTEMHBIM Ha4anom, Mykoro-
nucaxapugoaom |, Il v VI Tunos, nuLy nocne TpaHcnnaHTaLMi OpraHoB it () TKaHeV 1 MUHVMANBHOTO aCCOPTVIMEHTa NekaPCTBEHHbIX NPenapaTos, HEOBXOANMBIX ANS OKa3aHNs MEANLMHCKOI
nomoLuyy (C uamereHuaMi Ha 09.06.23); * - npuMeHeHue NexkapCTBEHHOrO Npenapara B COOTBETCTBUM C NOKa3aTeNsMi (XapaKkTepucTUKaMit), He YKasaHHbIMY B MHCTPYKLIMU MO €10 MPUMEHEHMI0
(off-label), ocywuecTnseTCA MO peLueHmio Bpa4ebHOIt KOMUCCUM, C paspelLieHits TToKanbHOro 3TUYECKOTo KOMUTETa MESMLIHCKOI OpraHM3aLy (Npu Hanuyii), npy YCRoBiY NOANMCAHHOTO MHAOp-
MMPOBaHHOT0 J06POBOMLHOTO COrNacvs OFIHMM U3 POLVTENEN UMM MHbIM 3aKOHHBIM MPEACTABUTENEM U HECOBEPLLIEHHONETHYM B BO3PACTE CTapLue 15 NeT UM HECOBEPLIEHHONETHUM 6OMbHBIM
HapkomaHueil B BospacTe crapLue 16 net (cornacho ®enepanbHomy 3akoHy Ne 323-03 ot 21.11.11 ¢ uameHeHuAMy).

Note: **, The drug is included in the list of vital and essential drugs (Order of the Government of the Russian Federation dated October 12, 2019 No.2406-r “On approval of the list of vital and
essential drugs for human use for 2020, the list of drugs for human use, including medications for human use prescribed by decision of medical panels of healthcare institutions, a list of medica-
tions for provision to persons with hemophilia, cystic fibrosis, pituitary dwarfism, Gaucher disease, malignant neoplasms of lymphoid, hematopoietic and related tissues, multiple sclerosis, hemolyt-
ic-uremic syndrome, juvenile arthritis with systemic onset, types I, Il and VI mucopolysaccharidosis, persons after organ and (or) tissue transplantation and the minimum list of medications neces-
sary to provide medical care” (as amended as of 06.09.23); #, A medicinal product can be used in accordance with indicators (characteristics) not specified in the instructions for use (off-label) by
decision of the medical panel, with the permission of the Local Ethics Committee of the healthcare institution (if any), subject to signed informed voluntary consent from one of the parents or other
legal representative and a minor over the age of 15 or a minor with drug addiction over the age of 16 (in accordance with Federal Law No.323-FZ dated November 21, 2011, as amended).

3aTPYIHEHHOM OTKAIJIMBAHUK MOKPOTHI YXYIIIACTCS
KAa4yeCTBO XMU3HU 00JbHOTO [61—64].

ITo paHHBIM HegaBHO OIYOJMKOBAaHHOTO perucrpa
EMBARC, HecMOTpst Ha HEOOJIbIIOE YMCIIO MPOBEACHHBIX
WCCIIeIOBAHMIA, B HACTOSIIEEe BpeMs B PYTUHHOM KITMHU -
4yeCcKoii mpakTuke yvaiie Bcero (y 17,2 % Bcex B3pOCIIbIX
manreHToB ¢ bD) mcmonb3yloTcss THOI-CoaepKaIine
MyKoakTuBHbIe TipeniapaThl (N-auetunuuctenH (NAC),
kapbOouuctenH) [65]. CornacHO JaHHBIM 2 paHAOMU3U-
POBaHHBIX HcclienoBaHui, mpyu HazHauYeHNU NAC B BBI-
cokux mo3ax (1 200—2 400 mr B cyTKu) y manmeHToB ¢ BD
OTMEYEHO CHMXXEHUE YaCTOThl 000CTPEHU, YIyUIIEHUE
KadyeCcTBa XXU3HU M PYHKIINN JIETKUX U YMEHbBIIICHHE BbI-
paxenHocTu BocrnaneHus AI1 [60, 66].

[To paHHBIM IPYroro paHAOMU3UPOBAHHOTO UCCJIE-
JIOBaHUS MOKa3aHO, YTO MPU Ha3HAYEHUN KapOOLMCTe-
uHa 1 125 Mr B CyTKM 3HAUUTEIBHO CHUXAJIUCH YUCIIO
U JUIMTEIbHOCTh 00ocTpeHuit bD [67]. I1o pesyabTaram
MMPaKTUYECKU BCEX MCCIICNOBAaHUI OTMEUYeHa BBICOKAs
0€30IMaCHOCTb TUOJ-COAePXKAIIUX MpernapaToB MpU UX
JIUTMTEJIbHOM IpueMe. B Hacrosiiiee BpeMst TPOBOISIT-
CsI IOJTOCPOYHBIEC PAaHIOMM3UPOBAHHBIC MCCIICTOBAHUS
o n3ydeHuio 3pdekTuBHOCTU U Oe3ormacHocT NAC,
KapOoLIMCTeMHA U 9pI0CTerHa Y malueHToB ¢ BD Hemy-
KOBUCLIMIO3HOI aTHooruu [68—70].

HHransgumroHHoe mpuMeHeHNe THaM(EeHNKOJIa TN -
HaTa aleTWIIuCcTenHaTa mpu 3adoaeBanusx 11 Mmoxer
MOMOYb B KIMHUYECKON MpaKTUKe He TOJbKO U3-3a €0
3G PEKTUBHOCTH, HO T TTOTOMY, YTO OH MOXET JOCTUTATh
AHATOMMYECKOI MUIIICHN B 00JIee HU3KO TepaIleBTHYe-
ckoit no3e. [1pu 3TOoM co3maeTcst BBICOKast KOHIIEHTPAIIHS
npenapara B oyare MHGEKINM 6€3 pucka CUCTEMHBIX TOK-

cuueckux apdexTon [71]. KpoMe Toro, mpoaeMoHCTpUPO-
BaHO, uyTo MHTAIsIIMoHHAas (hopma NAC sdpdekTnBHA TP
couetanuu ¢ [IMII, Bo3MOXXHO, 13-3a €eT0 CITOCOOHOCTU
WHTMOMpPOBaTh 0Opa3oBaHNe OUOTIJIEHOK U BBI3bIBATh UX
paspyiueHue [72]. Takxke ycTaHOBJEHO, UTO MPU Ha3Ha-
yeHnn NAC cHIKaeTcs aare3ust 0aKTepuii, IT03TOMY OH
MOXKET IIPUMEHSITBCS C LIEJIbI0 TTPOPUIAKTUKI pecIipa-
TOPHBIX MH(peKLM [72—74].

WHrangamust MaHHUTOJIA CBSI3aHA C YBEJIWYEHUEM
BpEMEHH J0 MEePBOTO OOOCTPEHUS TTOCIE Kypca JeUeHUS
1 YJIydIlIeHMEeM KauyeCcTBa XXU3HU, TOTIa KaK Py HeOy -
3alUU TUTIEPTOHUYECKOIO COJIEBOTO pacTBOpPa OTMEUYEHO
CHIDKEeHME OaKTepraIbHOM HArPy3KU M YIyJIIeHUE Kade-
CTBa XXW3HM, HO OTCYTCTBHE BIMSHMS Ha 4aCTOTY 000CTpe-
HUIA, TIpU KOTOPBIX TpeOyeTcs HazHaueHue [TMIT [52, 75].
B T0 ke Bpemst Ha3HaYeHUe JOPHa3bl alb(a B3POCIbIM
nuaetsam ¢ bO HeMyKOBUCLIMIO3HOM 3THOJIOTUY He PeKo-
MeHayetcs [7, 19, 23, 52].

BpoHxonuTtHyeckas Tepanus

[Tpu moaTBEepKIEHHO OOCTPYKIIMKY PEKOMEHIOBAHO pac-
CMOTPETh BOIIPOC O Ha3HAYCHMH TTPETNIapaToB IS JICUCHMS
00CTpYKTUBHBIX 3a0oneBanuit 11 (Hampumep, celiek-
TUBHBIX [3,-aIpEHOMMMETUKOB) MPU UX KIMHUYECKOM
s¢dekTUBHOCTH, a TaKKe (ITPU HEOOXOTUMOCTH ) — TIepe]
npoBeneHneM KuHesutepanuu (KHT) [7, 19, 23].

Kuneautepanua npu OpoHXo3kTasax

[ManuenTam ¢ BD pekomenmyetcst mpoBenenue KHT
10 MHIMBUIYaAJIbHOI MporpaMMe (METOIUKU APEHUPO-
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BaHMSsI OpOHXUAJIBHOTO JgpeBa 1 ieueOHast PU3KyIbTypa)
C LEJIBI0 YVIYUIIeHNST 3BaKyalluu MOKpoThI [19, 39, 62,
64,76].

KHT — oauH 13 BaXXHbIX KOMIIOHEHTOB KOMILIEKC-
Horo nevyeHus aeteit ¢ bD. I'maBHasg uenb npoBeneHUs
KHT — ouuliieHre 6poHXUaIbHOTO AepeBa OT MOKPOTHI,
KOTOpasi HaKaIlJIMBaeTCsI B PaCIIMPEHHBIX OpOHXaX, CO-
3maBast YCJIOBUS TSI pa3BUTHS MH(EKIIMU B OPOHXOJIE-
TOYHOM cHUCTeMe, a TakKe MOoIAepKaHue JIETKUX B MaK-
cuMalibHO (hYHKIIMOHATBHOM cocTostHuM [19, 39, 64, 76].

OcHoBHbIMEI MeTOomuKamMu KHT sBistioTes:

* MOCTYpaJbHbINA IPEHAX;

* MEepPKYCCUOHHBIN Maccax TpyIHOI KJIETKH;

* AKTUBHBIN LIMKII TBIXaHUS;

* IpeHaXXHbIC TTOJIOXKEHUS;

*  AYTOTCHHbIN IPEHAX;

* Tepalus C IMOMOIIbIO AbIXaTeJbHBIX TPEHAXEPOB,
CO3IAIONINX TTOJIOKUTEIbHOE TaBJICHUE Ha BBIIOXE,
B T. 4. C KOHTPOJIEM U PEeTyJMPOBAHUEM 3TOTO JIaB-
JneHus (cnenuanbHble Macku, cucteMbl PARI PEP 1,
PEP S, TpeHaxep nbIXaTeabHbIA ¢ IEPEMEHHBIM T10-
JIOXKUTENbHBIM JaBiaeHueM Ha Boinoxe PARI o-PEP
trmn 018 (paaTrep u mp.);

* MPUMEHEHWE MEAULIMHCKUX U3ICIUI TS YIyIIIeHUS
OTKalTMBaHUsI: UHCY(DDISITOPOB-aCIIMPATOPOB Me-
XaHWYEeCKMX (ammapaThl JJIsT MHTPAITyJIbMOHAITBHON
niepkyccuu nerkux Comfort Cough Plus vmu Comfort
Cough 11), cuctemsbl ouniieHust 1T ot cekpera meTo-
JIOM BBICOKOYACTOTHOM OCUMJUISILIMY TPYIHOMN KJIETKHU,
BUOPOAKYCTHUECKOM TepaITiH.

KHT Ha3znauaetrcs BceM ManydeHTaM ¢ MOMEHTa ycTa-
HOBJICHMS TMarHo3a, MHINBUIYaJIbHO, B COOTBETCTBUU
C PacIpoCTPaHEHHOCTBIO U JIOKaIM3alKel mpoiiecca.

Db dhexkTUBHOCTh TeX Uan uHbiX MmetogoB KHT nmpu
B3 pasznmnuaercs B 3aBUCUMOCTH OT WHIWBUIYATbHBIX
0COOEHHOCTEN MallMEHTOB.

[TatmenTam ¢ BO pekoMeHIy0TCsT peryssipHble 3aHsI -
THSI JIeYeOHOM (DU3KYIIETYPOIA C LISTBIO YITYUIIIEHUST 9BaKy-
Al MOKPOTBHI, YKPETUICHMS AbIXaTeIbHOM MYCKYJIaTyphI,
MMOBBILLIEHNST SMOLIMOHAIIBHOTO TOHYCa namueHTa [19, 39,
64, 76].

Xupypruyeckoe neyeHue

Xupypruueckoe jgeueHue bD paccmaTpuBaeTcs npu ciie-

IYIOIINX ITOKA3aHUSIX:

*  YacThle 000CTPEHUSI XPOHNIECKOTO OPOHXOJICTOYHOTO
rpoliecca;

*  XPOHMYECKUII Kallejlb, TUIEPIPOAYKIIMS MOKPOTHI;

*  OCJIOXHEHMS (JIESTOYHOE KPOBOTEUEHHE, a0CLIEANPO-
BaHUe, amIHema) [77];

*  KOJIOHM3aLMsI HETYOepKYJIe3HBIMU MUKOOAKTEePUSIMU,
YCTOMYMBBIMU K JJIUTEIILHOM MEIUKAMEHTO3HOM Te-
panuu [78];

*  XpOHWYECKas AbIXaTeIbHasI HeIOCTAaTOUYHOCTh, 3HAUM -
TeJIbHO CHMKEHHOE KaueCcTBO XU3HU [79].

Cawm (pakr BbIsIBJIeHUS bD 0e3 ykazaHHBIX KPUTEPU -
€B HE MOXET SBJISITHCS MOKa3aHUEM K XUPYPIUUIeCKOM
oITepalmu.

IToka3anust 1 0TOOP MAIIMEHTOB HA ONEPAIMIO:

* HcuYepIiaHHbIe BO3MOXHOCTH;

* Huzkas 3((HEKTUBHOCTb U / UM HENEPEHOCUMOCTh

KOHCEPBAaTUBHOIO MPOTUBOPELIMAUBHOTO JieueHus [80];
* JIOKaJIM30BaHHBIN XapaKTep MopakeHMs JeTKux [81].

OmnepartuBHoe neyeHre bD oTHOCUTCS K MIAHOBBIM
BMEIIaTeJIbCTBAM M HE MOJKHO BBIMOJHSITHCS MpPU aK-
TUBHOM BOCIAJIUTEIbHOM MPOLECCE, MOBBILIAIOIIEM MO~
cJieoTiepallioHHbIe prucku. McKimoueHrneM MOXET OBITh
HEKyI1pyeMoe 000CTpeHUE TTPU MCUYEePITAHHBIX BO3MOX-
HOCTSIX KOHCEPBAaTHMBHOTIO JICUEHMUSI, pellIeHUe 00 orepa-
LIMU B 9TOM CJTyyae MPUHUMAET MYJIbTUINCLIMIUTMHAPHBIN
KOHCHUJINYM.

TpaHcnnanTauus nerkux npu GpoHXo3KTasax

Ilepecanka nerkux rnamyeHTaM ¢ HeoOpaTUMOM XpOHUYE-
CKOM IbIXaTEJIbHOU HENOCTATOYHOCTBIO MPU MCYEPIIaH-
HBIX BO3MOXHOCTAX IPYTMX METONOB JIEUEHUS ABJISETCS
€IMHCTBEHHBIM METOJIOM MPOJICHUS XXU3HU 1 MOBbIIIIE-
HUS ee KadecTna [82].

3aknioyeHue

B mocireqHme romgpl oTMeUYaeTCsT pacTyIuii mHTepec K b
KaK B HAyYHBIX Kpyrax, TaK M y MPaKTUKYIOIINX Bpadyeit
pas3HbIX crietuanbHocTeil. Metoasl rurueHsl 11T u AMT
MpU 00OCTPEHUSIX OCTAIOTCS «KPAEYTroJbHbIM KAMHEM» Jie-
yenust bD. Beisgenenue stnonorun bD MoxeT He TOJIBKO
CYIIIECTBEHHO MOBIUATH Ha JICUCHUE U TIPOTHO3 Y TTaIly-
€HTOB, HO 1 3aMeJIUTh MPOrPeCCUpOBaHNe 3a00IeBaHUSI.
B cBs131 ¢ oTCyTCTBUEM AAHHBIX 00 9KOHOMUYECKOU 3(h-
(peKTMBHOCTY PYTUHHBIX 00CIICIOBAHUIA TIPU BBISIBJICHUN
MpuIrH BB B COBpeMEHHBIX PyKOBOICTBAX PEKOMEHIY-
€TCs1 MCIOJIb30BaTh KIMHUYECKOE CYKISHUE U PacIio3-
HaBaHUe (PeHOTUIIOB MALIMEHTOB JIJIsS BbISIBICHMST TAaKUX
3abosieBaHuil, kak MB, TTL /I, HeTyOepKyJJe3HbI MU-
KOOaKTepro3 1 ApyTHe, CIeI0BaTeIbHO, Bpauu TOKHBI
XOPOIIIO OPMEHTUPOBATHCS B KITMHUYECKUX MPOSIBICHUSIX
u KTBP-ocobeHHOCTsIX BD, KOTOpbIE TOMOIYT HE TOJIBKO
3aI10I03PUTh U BBISIBUTh KOHKPETHYIO IIPUUMHY, HO U T10-
BBICUTH 3(D(EKTUBHOCTD JICUSHUS.
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