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Tele/lel U onpeaeaeHust

Bponxoskra3s (b)) - nokann3oBaHHOE HEOOpaTUMOE pacHIMpeHre OPOHXa, CONPOBOXKAAIOIIEECS

BOCHAIXUTCIBHBIMU UBMCHCHUAMUA B CTCHKC U Opr)I(aIOH.Ieﬁ TMapeHXUME U pa3BUTUEM (1)I/I6p03a.

Kpenuranust - TepMHHOM «KPEMHTAIUS OMHCHIBAIOTCS KOPOTKHE, B3PHIBHEIE,
HEeMY3bIKaIbHbIE, IPEPBHIBUCTHIE 3BYKH, CIBIIINMBIC BO BpeMs BI0X4, a HHOTJa M Ha BBIIOXE.
BBIACISIIOT ABE KATETOPHUH KpeMUTaluy — Msirkast kpenutauust ($pauu. — rales crepitants fins; anri.
— fine crackles) u rpy6as kpenuranus (ppan. — rales crepitants gros; anru. — coarse crackles). ITo
CPaBHEHUIO ¢ IPy0Oi MATKas KPEIUTAL HMEET MEHBIIYIO IPOODKHTEIBHOCTE (5 Mc VS 15 Mc).

KnﬂesnTepannﬂ npu 6p0HX03KTaSaX - OIpeACIACTCSA KaKk MIPUMCHEHNUE HAYYHO 000CHOBaHHBIX

METOAUK OIPECHUPOBAHUS 6pOHXI/IaJ'ILHOFO JIEpEBA C LEJIBIO YIIYyUYIICHUS dBaKyallul MOKPOTBI



1. Kpatkas nndopmanus

1.1 Onpenesienne 3a00/1eBaHUS WU COCTOSTHUSA (TPYNNbI 3200/1eBaHMIl MJIH COCTOSTHUI)

BpoHx09KTa3bl HAOMIONAIOTCS KaK Yy JIETeH, Tak y B3POCIBIX, IPH 3TOM UMEIOT OTIHMYHTEIbHBIC
BO3paCTHBIC 0C06€HHOCTI/I, YTO HaXOAUT OTPAXKCHUE, B IICPBYIO OUCPEAb, B UX ONIPCACICHUU.

Tak, cornacHo PykoBoCTBY 110 Jie4eHHIO OPOHX0IKTA30B Y B3POCJIbIX, orryonukoBaHHoro ERS
B 2017 r, Oponxoakmasel - Imo XpoHUUEeCKOe PeCRUPAMOPHOe 3a001e6aHUe, XAPAKMepU3youieecs
KIUHUYECKUM CUHOPOMOM Kauins, 6bloeleHueM MOKPOmbul U OpoHXuanvHoil uHgexkyuei, a
PEHM2Zenono2uYecKu - AHOMAIbHOI U ROCMOARNHOU Junamayueii oponxos [Polverino E, Goeminne
PC, McDonnell MJ, Aliberti S, Marshall SE, Loebinger MR, Murris M, Canton R, Torres A, Dimakou
K, De Soyza A, Hill AT, Haworth CS, Vendrell M, Ringshausen FC, Subotic D, Wilson R, Vilaro6 J,
Stallberg B, Welte T, Rohde G, Blasi F, Elborn S, Almagro M, Timothy A, Ruddy T, Tonia T, Rigau D,
Chalmers JD. European Respiratory Society guidelines for the management of adult bronchiectasis. Eur
Respir J. 2017 Sep 9;50(3):1700629]. OcobeHHOCThI0 GPOHXOIKTA30B B JETCKOM M IOJPOCTKOBOM
BO3pacTe, NMOMUMO BBIMICOMMUCAHHBIX XaPAKTCPUCTHUK, SBJISICTCA BO3MOXKHOCTH HX O6paTHMOCTI/I Cco
BPEMEHEM IIPH YCIOBHH PAHHETO BBIABJICHHUS ¥ 3()(PEKTUBHOTO JieueHus [Bosie3Hr OpPraHoB JBIXaHHs Y
nereid. [loxg pen. Paumnackoro C.B., Tatouenko B.K. M., Memunmna, 1988, 446 ¢ , XpoHudeckue
3aboneBanus erkux y aereil. [lox pexn. Posunosoit H.H. u Muzepraurxoro 10.J1.- M., Ilpaxtuxka, 2011.-
224 ¢.; 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.].

OmnpenesieHne, NPUHATOE €BPONEHiCKHM pecHHPATOPHBIM O0OIIECTBOM B OTHOIIEHUU
OpPOHXO03KTAa30B Yy JeTeil: bponxorkmazvl — xponuueckoe 3aponesanue nezKux, cooupamenvHulii
mepmun  O0na  KIUHUYECKO20  CUHOPOMA  PeyuOuGUpyIowez0 Ui  NepcUucmupylowezo
671911020/ NPOOYKIMUGH 020 KAULISL, B0CRAIEHUSA 8 ObIXAMENbHBIX RYMAX U AHOMAILHOL OUlamayuu
Oponxo08, 6v1A614eMOll NPU KOMNBIOMEPHOU MOMOZPAduuUYU 0p2anos PyoOHOll RoaOCHMU, KOMOpas
ofpamuma uepes HeKkOmopoe epems npu pannem eviaenenuu u Ipexkmusnom newenuu [Chang AB,
Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B,
MidullaF, McCallum GB, Powell Z, SnijdersD, Song WJ, ToniaT, 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].

B MemuumHCKOW IHTEpaType TEPMHUHBI «OpPOHXOJKTaTH4YecKas OOJe3Hb», «OpPOHXOJKTa3bl»,

<<6p0HXI/IOJ'IO3KTa3]>I>> HEPEAKO HCHOJB3YIOTCA KakK CHUHOHUMBI i 0003HaYEHUST HeO6paTI/IMOF0
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pacipeHust OpOHXOB, CONPOBOXIAIOIIETOCS UX aHaTOMH4YecKUM nedekroMm. OmHaKko B HacTosiiee
BpEMsI TEPMHUH «OPOHXO0IKTaTHYECKast 00IE3Hb» NPAKTUYECKH HE IPHMEHSETCS.

MHorue KiIMHUYecKHe 3a00JeBaHHMsS M COCTOSIHUS, COIPOBOXKAAIOIINECS OpOHXOJIKTa3aMH,
UMEIOT KOHKPETHbIE MaTO(U3HOIOTHUECKre 0COOCHHOCTH (POPMHUPOBAHUS U COOTBETCTBEHHO TAKTHKY
BeJICHHs, HarpuMmep, OPOHXO0JKTa3bl MPU HHTEPCTUIMAIBHBIX 3a00JIEBAaHUSAX JIETKHX, CHCTEMHBIX H
pEeBMaTHYECKUX 3a00JIEBaHUAX, MYKOBHCIH03€, MEPBUYHBIX HMMYHOJCHHUIMTHBIX COCTOSHHUSX,
NEePBUYHON UJIMAPHOW TUCKUHE3NH, TYOCPKYe3e U HeTyOepKyJe3HbIX MuKoOakTepruo3ax. Hekoropsie
U3 OTUX KIMHUYECKUX 3a00JeBaHMH HMEIOT COOCTBEHHBIC KIMHMYECKUE pEKOMEeHIanuu (CM.

Kucrosustit pubpos (MykoBucimnos), [lepprdnast umHapHas ANCKAHE3N).

1.2 JTHoNOTHMS U MaTOTeHe3 3200JIeBAaHUS WJIH COCTOSIHUA (rpynnbl 3a00J1eBaHnii
WJINCOCTOSTHUI)

XoTst 6poHX09KTa3kl BIiepBhIe ObLIH ommcansl Laennec R. mouru 200 net Hasan [Laennec R.T.H.
A treatise on the disease of the chest / tr. by J. Forbes. New Y ork: Library of the New Y ork Academy of
Medicine, Hafner Publishing, 1962] mexanu3Mel ©X (GOPMHPOBaHHSA 10 KOHIA HE U3YYCHBI.

B 1986 romy Cole P.J mpemioxuia TEOpHIO «IIOPOYHOrO Kpyra», KOTOpas OOBSCHSET
(dopmMupoBaHHE OPOHXO3KTAa30B IIOCTOSHHBIM BOCIATICHUEM OPOHXHMAIBHOW CTEHKH U IPUCYTCTBHEM
KOJIOHHMI MHKpPOOpraHu3MoB B 6ponxax (puc.1) [Cole PJ. Inflammation: atwo-edged sword--the model
of bronchiectasis. Eur J Respir Dis Suppl. 1986;147:6-15. PMID: 3533593].

CylecTBEHHOE 3HAYCHHE B 3TOM MPOLIECCE OTBOANTCS HAPYIICHHUIO MYKOLIMIHAPHOTO KIUPEHCa,
BCJICICTBHE YETrO MOICPKUBACTCS M PACHPOCTPAHICTCS MUKPOOHOE BOCIATCHHE, HE OrpaHUYCHHOE
HOPMAaJIbHOW BOCHIAIMTENBHOM peakuuneit. KoaoHu3auss MUKpOOPraHU3MOB IMIPUBOAUT K yCYTyOJICHUIO
OINHUCAHHBIX BBIIIE MPOIECCOB, MOBPEXKAAas CTPYKTYpbl OpOHXa M aKTUBHPYS DH3MMBI BOCHAJICHHUS,
(dopMmupyeTcs Tak HasbIBaeMblil «mopounslii kpyr» (IIpunokenne A3). [Pembridge T, Chalmers JD.
Precision medicine inbronchiectasis. Breathe (Sheff). 2021 Dec;17(4):210119.  doi:
10.1183/20734735.0119-2021. PMID: 35035573; PMCID: PMC8753699].

Cpenu Hanboee BEPOSTHBIX ATOITCHETHICCKUX MOMEHTOB Pa3BUTHsI OPOHXOIKTA30B pelIaroliee
3HAQUCHHE HMMCIOT BOCHAJCHHE JBIXaTCNbHBIX IyTeH M HapylleHHe OpOHXHAIBHOH IPOXOJUMOCTH
BCIIEJICTBHE 3aKyNOPKH WM 00CTpyKIu Oponxa. Kaxplil n3 3TuX (JakTOPOB MOXKET CTaTh IIyCKOBBIM
it oOpa3oBaHust OPOHXOIKTA30B. B psijie ciydaeB NpUYMHON HOPMUPOBAHHS OPOHXOIKTA30B MOTYT
OBITh aTENIEKTAa3bl JICTOYHOH TKaHH, PHOPO3 MapeHXHMBL.

Bocnanenue creHku OpoHXa MOXET OBITh CIEICTBHEM WH(EKUUH JbIXaTeIbHBIX MYTeH,
BO3JICHCTBHS TOKCHYECKHX TOBPEKIAMOMINX BEUICCTB MM OJHAM W3 MPOSBICHUN ayTOUMMYHHBIX
GonesHeil. B mponecce BocmaneHus NpH BO3IEHCTBIH OaKTepHalbHBIX TOKCHHOB, a 3aT€M U MEANATOPOB
BOCHAJIEHHS, BEICBOOOXKTAIOIINXCS U3 HEHTPO(DIIIOB, IPONCXOINUT pa3pyIleHUE STUTEINS, HApyIICHAE
(H3HOJOTHYECKUX 3AlUTHBIX MEXaHHW3MOB, B MEPBYIO OYEpelb, BOCXOMLICTO TOKa Ciu3d. B
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pe3ynbTare B OpOHXaxX CO3/MAlOTCs OJIaronpusTHBIC YCIOBUS Al pocTa OakTepuid, ¥ BO3HUKAET
MOPOYHBIA KPYT: BOCHAJECHUE - IMOBPEXKICHUE SIUTENUS - HapylIEHHE BOCXOJSILEro TOKA CIU3M -
MHOUIUPOBAaHUE — BOCHAJCHHE, YTO B KOHEYHOM HTOTe, NPUBOAUT K NECTPYKIMH OPOHXHATBHOH
CTEHKH U (popMUpOBaHUIO OPOHX03KTa30B. [bonesHu opraHos apixanus y aeteid. ITox pea. Paunnckoro
C.B., Tarouenko B.K. M., Menuuuna, 1988, 446 c., Xpornuueckue 3abosieBaHus JIerkux y nereid. [lox
pen. Pozunosoit H.H. 1 Muzepnunkoro F0.J1.- M., Ilpaktuka, 2011.-224 c.; boe3Hn opraHoB JpIXaHUs
y mereit. ITox o6weit penakuueit B.K. Tatouenko. M., ITeanarps, 2012.- 480 c.; Paediatric Respiratory
Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory
Society 915P, Chalmers JD, Polverino E, Aliberti S, eds. Bronchiectasis (ERS Monograph). Sheffield,
European Respiratory Society, 2018; pp. 153-166 [https://doi. org/10.1183/2312508X.10015917].
Takum oOpa3oMm, pa3BuTHi0O BD MoryTr crnocoOCTBOBaTh MHOIOYMCIEHHBIE IATOJIOTHYECKUE
(akTopbl: BPOXKIECHHBIE CTPYKTYpHBIC AE€(EKTHl CTCHOK OpPOHXMAIBHOTO JepeBa, CIaBJeHHE OpOHXa
BCIIEICTBHE PA3IUYHBIX IPUYKH (HApUMep, yBEIHYSHHBIMH JTHMGOY3TaMH WIX HHOPOIHBIM TEIOM),

BOCHAJICHUE, B PE3YJIBTATE KOTOPOT'O MOBPEKIAAOTCA SITACTUICCKUE TKAHU U XPAIIN 6pOHX3..

Y oemeit u 63pP0OCAbIX NAUUEHMOE6 OCHOGHbLIMU namodmammozuuecxumu mexanumamu
pazeumusn 6ponx031<ma3os AGAIOMCA:

- aunatanus OpoHXa B pe3yJibTaTe CTPYKTYPHOTO fAedekTa OpOHXUATBHON CTEHKH;

- TOBPEXJEHHE DJIACTHUECKOH M XpsleBOd TkaHeld OpOHXHaJbHOW CTEHKH B pe3yJbTare
XPOHHUYCCKOI'O BOCIIAJICHUS

- HOBPEXACHUs MyKOLWIMapHOro ammapara OponxoB [Bilton D., Jones A.L. Bronchiectasis:
epidemiology and causes. Eur. Respir. Mon. 2011. 52, 1-10, Anne B. Chang, Rebecca Fortescue, Keith
Grimwood, Efthymia Alexopoulou, Leanne Bell, Jeanette Boyd, Andrew Bush, James D. Chalmers,
Adam T. Hill, Bulent Karadag, Fabio Midulla, Gabrielle B. McCallum, Zena Powell, Deborah Snijders,
Woo-Jung Song, Thomy Tonia, Christine Wilson, Angela Zacharasiewicz, Ahmad Kantar European
Respiratory Society guidelines for the management of children and adolescents with bronchiectasis
European Respiratory Journal 2021 58: 2002990; Flume PA, Chalmers JD, Olivier KN. Advances in
bronchiectasis. endotyping, genetics, microbiome, and disease heterogeneity. Lancet. 2018 Sep
8;392(10150):880-890. doi:  10.1016/S0140-6736(18)31767-7. PMID: 30215383; PMCID:
PMC6173801.].

Mudexunun 1eTckoro Bo3pacta, Takue Kak KOKIIIOII, KOpb, TyOepKyJie3, Tshkenas OakTepraibHas
[IHEBMOHHsI, MOTYT ObITh MpHYHHOH 10 50% ciyyaeB GpoHXO03KTa30B B3pocibix. [Shoemark A,
Ozerovitch L, Wilson R. Aetiology in adult patients with bronchiectasis. Respir Med 2007; 101: 1163—
1170, ScalaR, Aranne P, Palumbo V, et a. Prevalence, age distribution and aetiology of bronchiectasis;
a retrospective study on 144 symptomatic cases. Monaldi Arch Chest Dis 2000; 55: 101-105. Vaery
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PC, Torzillo PJ, Mulholland K, et a. Hospital-based case—control study of bronchiectasis in indigenous
children in Central Australia. Pediatr Infect Dis J 2004; 23: 902-908.].

BpOHXO3KTaSBI MOI'yT Ha6J’I}OI(aTLC$[ Yy HalMEHTOB IIPH CJICAYIOIIMX I1aTOJIOTHX: [BOJ’IGSHI/I
opraHoB neixanus y nereit. [lox pea. Paunnackoro C.B., Tarouenko B.K. M., Meautuna, 1988, 446 c ,
Xpouuueckue 3aboneBanus nerkux y pereid. Ilox pen. Posunosoit H.H. u Museprurnxoro 10.J1.- M.,
IIpakruka, 2011.-224 c.; bone3nu opraHoB neixanus y aereid. [lon odmeit penakuueii B.K. Tatouenko.
M., Ileanarps, 2012.- 480 c.; Paediatric Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst
Eber, Fabio Midulla 2021 European Respiratory Society 915P, Chalmers JD, Polverino E, Aliberti S,
eds. Bronchiectasis (ERS Monograph). Sheffield, European Respiratory Society, 2018; pp. 153-166
[https://doi. 0rg/10.1183/2312508X.10015917; Flume PA, Chamers JD, Olivier KN. Advances in
bronchiectasis: endotyping, genetics, microbiome, and disease heterogeneity. Lancet. 2018 Sep
8;392(10150):880-890, http://www.uptodate.com; Pasteur MC, Bilton D, Hill AT; British Thoracic
Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5.]:

1. Bpoowcoennvie cmpykmypHbvie aHOMATUU CIMPOEHUSL OPOHXONIe20UHOU CUCTIEMbL:
- cuaapoM Bunbsamca-Kamnbemna (6amtonupyromue b3) (Ilpunoxenne I'l, puc.1),
- cunpoM MyHnbe-Kyna (TpaxeoGpoHxomeranus),
- TpaxeoMaJIsLHs,
- OpoHXOMAaIIALYS,
- CTCHO3bI TPaxeu U/ui OPOHXOB,
- OPOHXOTeHHbIE KUCTHI,
- TpaxeanbHbIil OPOHX,
- JIeroYHas CeKBECTpals,
- KHCTO3HO-aJIeHOMAaTO3Has MaJb(opMaLus;
2. Tokcuueckue nogpeicoenus ObIXamenbHblX nymet.:
- IPY BABIXaHHU TOKCHYECKHX BELIECTB,
- QCIIPALIOHHOM CHH/IPOME BCIIEICTBHE racTpod30dareaabHOro pedlIroKca;
- acTIMpalyy BCICACTBHIE MBIIICUHON qucTpodun,
- QCTIHPAIMU BCIICACTBUE HATNYHSI TPAXCOMUIIICBOIHOTO CBHIIA
3. O6cmpyxyus 6ponxa.
- BBI3BaHHOH BHEUIHMMH IpHYHHAMH (InMdageHOnaTus, aHOMAIbHBII COCY, OILyXOJb);
- BHYTPHOPOHXHATBHON 00CTPYKLIUEH HHOPOAHBIM TEJIOM BCIICACTBUE ACHIUPALIIH;
- BHYTPHOPOHXHAIBHON 00CTpyKIHEH 00beMHBIM 00pa3oBaHHEM (OIyXO0Jib, TPAHyJIeMa U T.11.);
4. O6cmpyxkmusHble 3a001€6AHUAX NE2KUX:

- IpH AeUIUTE 0.1-aHTUTPUIICUHA;
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5. Hapywenus mMykoyumuapHo2o Kiupenca:
- IIpY IepBUYHON 1nMapHoi nuckunesun (ITLLT);
- MYKOBHCIIMI03€ (B TOM YHCJIe, IPH aTUIHYHBIX popmax);
6. Ilocne nepenecennvix unGeKyuoHHbIX 3a001€6aHUI, MAKUX KAK'
- KOKJIIOI,
- KOpb,
- aJICHOBUpYCHas HH(peKnus,
- THEBMOHMUS,
- TyOepKyIes,
- HeTyOepKyJIe3HBII MHKOOAKTEpHO3,
- BUY-undexuus,
- Covid 19
-Ipyrue
7. Iepsuunvie ummyrnoodeuyummnsie cocmosanus (I1H/]):
pasButne BD xapakrepHO U1 OoJBIIMHCTBA (OPM, MPOTEKAIONIMX € HHOPEKIHOHHBIMU
nposneHnsMu. GopmupoBanne bD xapakTepHO IS MAlIEHTOB C MO3MHMM HA4aJIOM TEpaIiy
WM HeaIeKBaTHBIM KOHTPOJIEM HaJl PeCIIMPAaTOPHBIMU UHPEKIUAMH;
8. Bmopuunas ummyHocynpeccus, 00y Clo81eHHA.
- OHKOT€MAaTOJIOTHYECKUMH 3a00JICBAHUAMH,
- aJUIOT€HHOM TpaHCIIJIAHTAIMeH, B T.9., KOCTHOTO MO3ra,
- IPUMEHEHHEM UMMYHOCYIIPECCUBHBIX JIEKAPCTBEHHBIX IIPENapaTos,
9.  Amnepeuueckuii bponxonecounsviii acnepeuines (AbJIA) (Mpunoxenne A3.2);
10. Cucmemmvie 3abonesanus:
- PEeBMaTOMTHBIH apTpUT,
- CHCTEMHasI CKJICPO/ICPMHS,
- PeLUANBHPYIONIMI NONTUXOHIPUT - CHHApOM MelienOypra-Ansrxeppa-lOnunrepa,
- aHKWJIO3UPYIOILUH CIIOHUIINT,
- CapKOM[I03;
- cuHApOMBI D1epca-Jlanno, Mapdana
- cuHapoM flHra;
- CHH/IPOM <OKEINTBIX HOTTE»;
- MeTadu3apHas XOHApoAUCILIa3ys, THII Mak-Kbrocuka;
11. BocnanumenvHvie 3a001e6aHUSL KUMEUHUKA:
- I3BEHHBIH KOJIUT,
- 6onesnb Kpowna;
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12. Houonamuueckue OpoHxX0IKMA3bl.

Ta6umua 1. Dtuonorus Gpomxoskraszos [amanTupoBaHo u3 [Contarini M., Finch S., Chamers J.D.

Bronchiectasis: a case-based approach to investigation and management. Eur. Respir. Rev. 2018; 27:
180016; 1-13. doi: 10.1183/16000617.0016-2018
Altenburg J., Wortel K., van der Werf T.S., Boersma W.G. Non-cystic fibrosis bronchiectasis: clinical
presentation, diagnosis and treatment, illustrated by data from a Dutch Teaching Hospital. Neth. J. Med.
2015 May; 73 (4): 147-154.
Smith M.P. Diagnosis and management of bronchiectasis. CMAJ. 2017 Jun 19; 189 (24): E828-E835.
doi: 10.1503/cmaj.160830].

Yacrora,

Mpuunna/

Pa3IM4HbIX ar€HTOB

00CTPYKIHs OPOHXOB;
KypEeHHE B aHaMHE3€;

Knnnnyeckuit Cnenuduyeckoe
Kateropus %
Tpumeyanus henornn Jle4enmne
MocTuHpekuHOHHBIE 20-42 Bupychbie, Tsprenast ”HQEKIHS B Her cneruduueckoro
GakTepuanbHbIe, aHaMHe3€e; KIIACCUYECKU | JICUeHHs
IpHOKOBEIE, BO B onHolt none;
MHKOOaKTepHAIbHBIE JKEHIIMHBI CPEITHETO WK
(06bIYHO MOXKUJIOTO BO3pAcTa ¢
KIIaCCU(PUIUPYIOTCS HuskuM MT;
OTJIEIIBHO) kucTO3HBIE BO cpenneit
JOJIH U SI3BIYKOBBIX
CETMEHTOB; KaBUTAIIN;
«IepeBO-B-MOYKaX»
Hery0epky.ie3nbie M.aviumu M.abscessus | XKenuunsl cpegaero AnrubakrepuanbHas
MHKOOAKTEPHO3BI Yale BCero WM HOXKHJIOTO BO3pAcTa | Tepamnus
¢ Hu3kuM IMT;
kucTo3HbIe BO cpenneit
JOJIH U SI3BIYKOBBIX
CETrMEHTOB; KaBUTAIH;
«IepeBO-B-MOYKaX»
MocTTybepky.ie3Hble M.tuberculosis Bepxnsis noust garie Her cnetuduueckoro
BCETO JIeYEHHs
HNmmyHOaepUUHTHBI 1,1-16 | IlepBuuHble: OOIIHIt Paznuynas kauHMYeckas | 3aMecTUTebHas
€ COCTOSTHHSI BapHaOeNIbHBII KapTHHA B 3aBUCHMOCTH | Tepamus
“MMyHOepUIuT, OT NIPUYHHBL; y HMMYHOTJIOOYTHHAMH,
araMMarjioOylIMHeMusl, | AIMeHTa B aHAMHe3e AQHTHOMOTHKHI
runep-IgE-cunapom. MOTYT OBITh pOoQUIAKTHYECKH,
Bropuutsre: HepecIupaTopHEIe Jie4eHHe OCHOBHOTO
XMMHOTEpanus, nHbeKnIuH 3aboJeBaHMs,
HMMYHOCYIIPECCOPHAst yCTpaHeHHe
Tepanus, SITPOT€HHOM
3JI0KaYeCTBCHHBIE HUMMYHOCYIPECCHU
HOBOOOPA30BaHNS,
BUY/CIIN]
XOBJI 311 Kypenue, sxcriozunus ®DuxcupoBaHHas Her cnenmgudeckoro

JICUCHUA
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Yacrora, HOpuunna/ Kiaunnueckuii Cuenuduueckoe
Kateropus %
Mpumeuanns (eHoTHI Jle4eHue
HIDKHHE JI01Y;
nHapuyeckue b2
BA 310 Her obuenpunsToi JlurelbHbIi aHaMHe3 Wuransumonnsie KC,
npuuuHsl bO BA; gacTble 000CTpeHHS; | MOHOKJIOHATbHEIE
HeHTpoduIbHOE anrturena k |gE u NUJI-5
BOCITAJICHUE
JBIXaTeIbHBIX Iy TeH
AJjiepruyeckmii 1-10 T'unepuyBcTBUTENBHOCTD | BA B aHaMHe3e; rycTas | TTIFOKOKOPTUKOUABIEIP
OpOHX0JICrOYHBIIH k A.fumigatus MOKpoTa; Saureuss OTHBOI'PHOKOBEIE
acmepruiiie3’ MOKpOTE; IEHTpajbHbIe | IIpemapaTsl
BDO; neryune CHUCTEMHOTO JIEHCTBUS
MHQUIBTPATHI
Mexanuyeckast 0-1 JlobpokauecTBEeHHBIE BD B oxHotit none VYcrpanenue
odcTpyknus (B T.4., OITyXOJIH, HHOPOJHOE 0OCTPYKIIMH C
acImupanus TeJI0, YBEIUYCHHbIC TIOMOLIBIO
HHOPO/JHOI0 TeJja) UM(aTHIECKHE Y3IbI OPOHXOCKOIHMH UITH
TOpaKaIbHON
XUPYPrUU
Acnupauus/ 0,2-11,3 | Acriupauus BD B HIKHUX [0IIX DyHorIMKanus,
HHT QSIS HKEITyJOUHOTO OTMEHa IIperaparos,
COJEPIKUMOTO, BBI3BIBAIOIIIX
HHTSILAS €IKUX YXY/ILICHHE.
BEIIECTB Jlororepanus
CucreMHbIe 1,8-31,1 | PeBmarouanslii aptput, | Pasnuunas kimandeckas | Her cienmpuueckoro
BOCITAJINTEIbHBIE CapKOMI03, CUCTEMHAs | KapTHHA, 4acTo JICUCHUS
3a00/1eBaHUS KpacHas BOTYaHKa, OBICTPOIPOTPECCUPYIOL
cunapoM Illerpena ee TeueHue
BocnanuTenbHble 1-3 SI3BEHHBIH KOJIMT, Paznnynas kiauHMueckas | HransuoHHble U
3a00/1eBaHus 6one3ns Kpona, KapTHHA, 9aCTO CHCTEMHBIC
KHIIeYHNKA LEeTHaKHs 0o0HIbHAs MOKPOTa U TTIFOKOKOPTUKOHIBL,
YyBCTBUTEJILHOCTD K Jie4YeHHEe OCHOBHOT'O
TIIFOKOKOPTUKOHIAM 3a001eBaHus
Kucrto3usrii pudpos 1-18 Myrauus B rene CFTR | BD Bepxueit nomny; Crernuan3upoBaHHas
(MYKOBHCIIH/103) P.aeruginosa nin MyJIBTUAUCHUITMHAPH
Saureus B MOKpoTe; asi IOMOLIb B IIEHTpaxX
BHEJIETOYHBIC MYKOBHCIH/I03a,
MIPOSIBIICHUS JIMarHOCTHKA U

JIEYEHUE BHEJIETOYHBIX
TIPOsIBJICHUI], B T.4.,
TapreTHas Tepanus
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HCKIIOYCHBI

KapTuHa

[epBuunas 2,0-10,3 | HacneacTBEHHOCTH BD cpenneii u HiwKHEH BrisiBiicHue u JieueHue
NUIHapHAs JI0JIH; PHHOCUHYCHT; COITyTCTBYIOLINX
AMCKHHe3us ( BT.Y., HH(EKIUN CPETHETO po0eM (BKIoYast
CHHAPOM yxa; Situsinversus s PHHOCHHYCHT, CPEIHUIT
Kaprarenepa) HEKOTOPBIX CITy4asx OTHT, CHIDKECHHUE CITyXa
Gecruioaue,
BHEMAaTOYHAs
OGEpPEeMEHHOCTB ),
TeHETHYEeCKOe
KOHCYJIbTUPOBaHHE,
MIOCTOSIHHBIN KJIMPEHC
JIbIXaTEIIbHBIX ITyTCH,
KHUHE3UTEpPAIus,
IIPOTUBOMHUKPOOHAsS
Tepanus
Bpoxnennbie 0,2-0,6 | Cungpom Mapdana, Cnenuduueckne 3aBUCHUT OT OCHOBHOI
neeKThl KPYNHbIX cunapom Mynbe-KyHa, | ocobeHHOCTH B TaTONOTUU
ABIXaTeJbHbIX IMyTeii cuHIpoM Buibsamca- 3aBHCHMOCTH OT
Kommbemna MATOIOT U
Hedumur ol- 0,6-11,3 | CBoboanas mporeazHas | Coveranue sMpu3eMbl U | 3aMeCTHTEIbHAS
AHTUTPHUIICHHA AKTUBHOCTb B3 Tepanus
CHHAPOM @KETTBIX 1-3 JInmdarnaeckas Juncrpoduaeckue Jleuenne mumdenemsr
HOrTei» 00CTpyKIHUS HM3MEHEHHUs HOT'TeH, Jleuenue Horrei,
[UICBPAJIBHBIC BBINOTHI, | HAIIpUMED, BUTaMuH E
PUHOCHHYCHT
Cungpom IOnra 1-3 [puunHa He U3BeCTHA B3, punocunycur u AHOMaUs peCHUIEK
oecrutonue (CM. HIDKE)
JAuddy3ubrii 1-3 Wanonarnueckue B ocHoBHOM nmanuueHTsl | Makpoiust
MAHOPOHXUOJIUT BOCIIAJTUTEIIHbIC JaJbHEBOCTOYHOM
3a00eBaHusA STHUYECKOH IPYTIIEI
NauonaTuyeckue 26-53 W3BecTHBIC NPUYMHBI Paznuunas xnuandeckas | Het cnenuduyueckoro

JICUCHUA

Ipumeuanue: M.avium— Mycobacterium avium; M.abscessus — Mycobacterium abscessus; M.tuberculosis
— Mycobacterium tuberculosis; A.fumigatus— Aspergillus fumigatus, S.aureus — Staphylococcus aureus,
CFTR - cystic fibrosis transmembrane conductance regulator; P.aeruginosa — Pseudomonas aeruginosa;
|0E — ummynoeno6ynun E; UJI - unmepneixun; UMT - undexc maccol mena;.

THoJ0THSA MHKpOﬁHOFO npouecca nmpu 6p0HX03KTa3aX.

BocmanutensHBI Tmporiecc B JIETKHX MHPH  OpPOHXOIKTaTHYECKOH Oone3HH 00ycIoBIeH

XpOHH‘ICCKOﬁ 6aKTepHaHLHOfI PIH(I)GKHPIefI JABIXaTCIIbHBIX HyTeﬁ, 4YTO, IO JaHHBIM KIMHHUYCCKHX

HCCHGHOBaHHﬁ, TIOATBEPKAACTCA Z-KpaTHBIM BBIIACIICHUEM OQHOI'O M TOTO XK€ MUKpPOOpraHu3ma C

HHTEPBAJIOM HE MEHEe, ueM 3 Mecsla, B TeueHue 12 mecsieB y 3Tux 0oibHbIX [bone3nu opraHos

neixanus y jgereit. [lox pexn. Paunnckoro C.B., Tarouenko B.K. M., Menununa, 1988, 446; Flume




PA, Chalmers JD, Olivier KN. Advances in bronchiectasis. endotyping, genetics, microbiome, and
disease heterogeneity. Lancet. 2018 Sep 8;392(10150):880-890].

C npaxkTH4ecKOH TOYKH 3peHHs MALMEHTOB ¢ OPOHXO3KTa3aMU pa3/ieAioT Ha ABE IPYMIIBL:
MYKOBHUCIIHI03-aCCOIMMPOBAHHBIE W HE CBsi3aHHbIE ¢ MykKoBucuuao3om (MB). Takoit moaxon
00YCIIOBIIEH HEKOTOPHIMU OCOOCHHOCTSIMH, B TOM YUCJIE, MUKPOOUOTHI, KOJIOHU3HUPYIOIIEH HIDKHIE
JIbIXaTeJbHbIE IIyTH, HECMOTPs Ha CXOJCTBO 3THOJOTMYECKHX XapaKTEPUCTHK U KIMHUYECKUX
CHMIITOMOB NTAIIHEHTOB C OPOHXO09KTa3aMu 00EHX IPYIIIL.

Hern ¢ MB nepBonadanbHO MHOGUIMpPYIOTCs Gaktepusimu S. aureus, sarem Haemophilus
influenzae, kotoprie HanGoJEe YACTO UACHTHHUIMPYIOTCS Y IETEN MIKOJIBHOIO BO3PACTa, a MO3/IHEE
- P. aeruginosa. Yacrora Beiienenus P. aeruginosa y mauuentos ¢ MB ¢ BO3pacToM HEYKJIOHHO
pacTer, CTaHOBACh y IMOJAPOCTKOB M B3POCIBIX OJHUM U3 JAOMUHHUPYIOIIMX MHUKPOOPIaHH3MOB.
Jlpyrumu Haubosiee 4acTo BCTPEYAIOMIMMUCS MHUKPOOPraHW3MaMM y B3POCIBIX MalueHToB ¢ MB-
OpOHXO09KTa3aMH SIBILFOTCS HEEPMEHTHUPYIOIHE TPaMOTPHUIIaTeNIbHEIE OAKTEPHH C JIEKAPCTBEHHON
YCTOMYMBOCTBIO KO MHOTMM aHTHOMOTHKaM, Takue kak Burkholderia cepacia complex,
Achromobacter spp., Senotrophomonas maltophilia u ap. [Chalmers D, Polverino E, Aliberti S, eds.
Bronchiectasis (ERS Monograph). Sheffield, European Respiratory Society, 2018; pp. 29-44-44].

JomunupyromumM Bo30yaureneM y aeteit ¢ Oponxoskrasamu 6e3 MB sisisiercst H.influenzae.
Jlpyrue MUKpOOpraHM3Mbl, Takue Kak Spneumoniae, Saureus, M.catarrhalis Bcrpeuarorest ropasuo
pexe [Clinicd  manifestations and evaluation of  bronchiectasis in  children
https:.//www.uptodate.com/contents/clini cal -manifestati ons-and-eval uation-of -bronchiectasis-in-
children?topicRef=6355& source=related_link (last updated: Apr 07, 2021); Pasteur MC, Bilton D,
Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65

Suppl 1:i1-5.]. Kononuzauus Pseudomonas aeruginosa npu B3 y neteit Bcrpeyaercs pexe, 4eM y
B3POCIIbIX, BBISBISIETCS MPEUMYLIIECTBEHHO y MAlMEHTOB C MYKOBHCIMI030M (OIMCAHUE JIAaHO B
KIMHAYeCKnX  pexomeHmamusx — «Kucrosmeii  ¢ubpo3  (MykoBucumoo3)»  [KimHudeckue
PEKOMEH AN «Kucto3ublii ¢hudpo3 (MyxoBHCIIIO3) 2021

https://cr.minzdrav.gov.ru/recomend/372_2?ysclid=lgbxm8intt42778912] wu, kak  mOpaBwio,

acconumupoBana ¢ 6ojee TsHKEIbIM TeueHHneM 3aboneBanus [Paediatric Respiratory Medicine ERS
Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P,
Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph,
Vol. 52. 2011 261p., http://www.uptodate.com, Pasteur MC, Bilton D, Hill AT; British Thoracic
Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5].

V B3pocnbix manueHToB ¢ He MB BD OCHOBHBIMH MpEICTaBUTEISIMA MHKPOOPTaHU3MOB,
BBI3BIBAIOIINX HH(EKIHOHHOE Bocnaienue ssisiercst H. influenzae (sekancynnpoBanHbie mtaMMbr).
Omna Berpeuaetcest y 14-52% ciyuaes. [King PT, Holdsworth SR, Freezer NJ, et a. Microbiologic
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follow-up study in adult bronchiectasis. Respir Med 2007; 101: 1633-1638]. CrossRefMedlineWeb

of Science].

P. aeruginosa taxke HepeaKo 0OHAPY>KMBAETCS Y B3POCIIBIX HalMeHToB ¢ He MB B3: B 12—
43% cnyuaes. [Published in: Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European
Respiratory Society Monograph, Vol. 52. 2011. P.68-96; Cummings S, Nelson A, Purcell P, et . A
comparative study of polymicrobia diversity in CF and non-CF bronchiectasis. Thorax 2010; 65:
Suppl. 4, A13]. KosjoHuszamus 3THM MHKPOOPTAaHH3MOM COIPOBOXKAAETCS Ooliee HU3KUMH
MOKa3aTeIAMH JIETOYHOH (DYHKIMM IIAllMCHTOB, OoJiee BBIPAKCHHBIMH CHMIITOMAMH, HU3KHM
Ka4€CTBOM XHU3HHU U YaCTBIMU I'OCITUTAIIU3ALUAMHU 110 CPABHEHUIO C TOM XKe prHHOﬁ IManMueHTOB, HO
0e3 BbIceBa janHoOro Bo30yaurens [Foweraker J.E., Wat D. Microbiology of non-CF bronchiectasis.
In: Bronchiectassis. Eur. Respir. Mon. 2011. 52, 68-96. DOI: 10.1183/1025448x.10003610].
Cucremariyeckuii 0630p HabIIOIaTEIBHBIX HCCIICI0BaHMI TOKa3al, 4ytTo nHbekuus P. aeruginosay
B3pOCHIBIX MAI[IEHTOB CBA3aHA C TPEXKPATHBIM YBEIMYEHHEM pHCKA CMEPTHOCTH, IIOYTH
CEMHKPATHBIM YBEJIMYEHHEM DPHCKAa TOCIUTAIU3AIMM W B CPEJHEM OIHHUM JOHOIHHUTEIFHBIM
oboctpennem Ha manuenta B rox [Finch S, McDonnell MJ, Abo-Leyah H, Aliberti S, Chalmers JD.
A Comprehensive Analysis of the Impact of Pseudomonas aeruginosa Colonization on Prognosisin
Adult  Bronchiectasis. Ann Am Thorac Soc. 2015 Nov;12(11):1602-11. doi:
10.1513/AnnalsATS.201506-3330C. PMID: 26356317.]

S pneumoniae (['paMITONOKHUTENbHbIE KOKKH) MOXHO OOHAapyXuth y 37% B3pOCIBIX
MaIeHToB ¢ OpoHxo’KTazamu Oe3 MB, omnako, o ero ponm mpH JaHHOW MAaTONOTHHH HET
J0CTaToYHOro Kosmuectsa myoaukanuii [Published in: Bronchiectasis Edited by R.A. Floto and C.S.
Haworth.Vol. 52. 2011. P.68-96].

S aureus — ABISETCS MUKPOOPTaHH3MOM, BBIIEIEHHE KOTOPOTO OoJiee XapaKTepHO IS
nanueHToB ¢ MB, uwem ¢ BD 6e3 MB. O6napyxenue S aureus MoxkeT ykas3blBaTh Ha
HeIMarHoCTUpoBaHHEIN ciydaidi MB. Tem He MeHee, y mammeHToB ¢ BD 6e3 MB 3omotuctsrit
cTaMIOKOKK BBICeBaeTCst mpuMepHo B 3-27% ciyuaes. [Pasteur MC, Helliwell SM, Houghton SJ, et
al. Aninvestigation into causative factors in patients with bronchiectasis. Am J Respir Crit Care Med
2000; 162: 1277-1284)].

V nanuenTos ¢ b3, He acconnupoBaHHEIME ¢ MB, MOTyT 00HapyKHUBaThCs M JPYTHE ATOTSHBI
[JE. Foweraker, D. Wat Chapter 6. Microbiology of non-CF bronchiectasis Published in:
Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph,
Vol. 52. 2011. P.68-96] (TTogpo6ree cm. pazaen 2.3.1).

B 18-24% cnydaeB, NperMyLIECTBEHHO NPH JITKOM TEUSHHUH 3a00JieBaHUs], MATOrCHHbIS
MHKPOOPTaHU3MBI 3 MOKPOTHI TAIIMEHTOB ¢ OpOHX03KTa3aMu He Beiceatorcs [King PT, Holdsworth
SR, Freezer NJ, et al. Microbiologic follow-up study in adult bronchiectasis. Respir Med 2007; 101:
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1633-1638; Angrill J, Agusti C, DeCélisR, et al. Bronchia inflammation and colonizationin patients
with clinically stable bronchiectasis. Am J Respir Crit Care Med 2001; 164: 1628-1632.].
OCHOBHBIM HCTOYHUKOM HH(UIIPOBAHHUS SBIISIOTCS
1) GonpHMYHAS cpesia (BO3LyX, MEAUIIMHCKOE 000pYI0BaHUE U HHCTPYMEHTSI);
2) okpy:xarolas cpejia (Boja, 104Ba, BO34yX);
3) nudunupoBaHHbIi OONBHOMH (IepeKpecTHOe HHPUIMPOBAHHUE).
WHumppoBaHHbIEe TAIUEHTHl BBLACISIOT TH MUKPOOPTAHH3MBI BMECTE C YACTHIIAMH CITU3H
WITH MOKPOTBHI, KOTAA KalUIAIOT, YMXAIOT, Pa3TOBAPUBAIOT, W HMPOXOIAT Pa3IHIHBIC MEIUIIHCKHE
IpOLEAYPHI M UCCIEOBAHUS - (PU3NOTEPAITUIO TPy IHOM KIETKU, TeCTUPOBaHUE (YHKIUHU JIETKUX, B
TOM 4Hclie BO Bpems uHryOanmu jerkux. [Chang AB, Mased JP, Boyce NC, et a. Non-CF
bronchiectasis: clinical and HRCT evaluation. Pediatr Pulmonol 2003;35:477-83.].
IepexpecTHOe HMH(UIMPOBAHUE MOXKET IPOMCXOAUTH HPH IPSIMOM KOHTAKTE, HEHPSIMOM

KOHTAKTC U BO3AYIIHO-KAIICJIbHBIM IIYTEM.

1.3 OnuaeMuoJiorus 3a601eBaHUA HJIM COCTOSIHMSA (FPYyNnbl 3200/1eBAaHU HJIM COCTOSIHUIA)
PacnpoctpanenHnocTs OporxodkTta3oB (b3D) B momymsammu TouHO Hem3BecTHa. YacTtora MX

BBIABJIIAEMOCTH B pPa3HBIX CTPaHaX MOXET 3aBUCETb OT PA3JIMYHBIX IMPUYHUH, B TOM HYHUCIIC, OT
JIOCTYIHOCTH MEJULIMHCKOTO 000PYIOBaHMs ¢ BU3yaIH3alneil XOPOIIero KauecTBa.

B ®unnsaauu pacnpocrpaHeHHocth B cocrasiser 2,7 Ha 100 000 macenenus. [Bronchiectasis
Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011
261p], 8 'epmanun - 67 ma 100 000 [F. Ringshausen, A. de Roux, R. Diel, D. Hohmann, T. Welte, J.
Rademacher. Bronchiectasis in Germany: a population-based estimation of disease prevaence
ERJ;.2015;46:1805-1807].

Nmetotcs maHHbIC 00 YBEIMYEHHH YaCTOTHI BCTPEYACMOCTH OPOHXO0IKTa30B ¢ BO3PACTOM, TaK,
B CILIA pacnpoctpanerHocTh BD cpenu Hacenenus B Bo3pacte 18-34 net cocrasiser 4,2 Ha 100 000
4eJIOBEK, TOT/IA KaK y Jirojei crapiie 75 sier — 271,8 wa 100 000 [Weycker D, Edelsberg J, Oster G,
et al. Prevaence and economic burden of bronchiectasis. Clin Pum Med 2005; 12: 205-209]. B
BenukoOpuTaHuM OTMEYAlOT POCT PACIPOCTPAHCHHOCTH OPOHXOJKTAa30B B MOMYIISIIMY cTapiie 18
net ¢ 350,5 na 100000 B 2004 1o 566,1 na 100 000 B 2013 cpeau >xenmuH 1 301,2 Hal00 000 B 2004
1o 485,5 Ha 100 000 in 2013 cpexn myxunn. [JK. Quint, E.R.C. Millett, M.Joshi, V. Navaratnam,
S.L. Thomas, J.R. Hurst, L.Smeeth, J.S. Brown Changes in the incidence, prevaence and mortality
of bronchiectasis in the UK from 2004 to 2013: a population-based cohort study.European
Respiratory Journal.2016:47:186-193].

HccnenoBanue pacrnpoctpaHeHHoctd b2 B jgerckod momyisinuu, nposeneHHoe B Hooit

3eaniny, CBUIETEIBCTBYET 0 Ooee BhIcOKOM vactore: 3,7 Ha 100 000, moka3arenu OTIHYAIHCh B
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3aBUCHMOCTH OT 3THHYecKol mpuHamiexHocTH (0T 1,5 Ha 100 000 y Berxoaues u3 Espormst 1o 17,8
Ha 100 000 y Tuxookeanckux abopureHoB) [Bronchiectasis Edited by R.A. Floto and C.S. Haworth.
European Respiratory Society Monograph, Vol. 52. 2011 261p].

Hccnenoanwuii no u3yuenuto snuaemuosiorud bD y nererr B PO ve npooauiucs. CoryacHo
¢dopme cratuctiueckoro HaOmonenuss Nel2 kox MKB-10 J47 (Bponxoskrasus) B 2021 r.

3aukcupoBan y 796 nereit u 23 000 B3poCIbIX.

1.4 Oco0eHHOCTH KOAUPOBAHUSI 3200/1eBaHUS WU COCTOSIHUSA (TPyNIbI 3200/1eBaHUI MIH
COCTOSIHUIA) 10 MesKAYHAPOAHOI CTATHCTHYECKOH Kiaccupukanuu 0oJie3Heil u mpoodiem,
CBSI3AHHBIX €O 3/10POBbEM
JAT - BpoHX09KTa3Us
Bponxuonoskrasst
Hcknrouensr:
e Bpoxaennasie Oporxoskrassl (Q33.4)
e Tybepkyne3Hbie OPOHXOIKTA3BI

Q33.4 - BpoxxaeHHas OpOHX03KTA3Us

1.5 Kanaccudukauusi 3a00/1eBaHUs MU COCTOSAHHUS (TPYNIbI 3200/1eBAHMI MJIH COCTOSIHUIA).
Crieryer OTMETHTD, YTO TEPMHH «OPOHX03KTaTHUeCKas Oone3Hby (J47) B HacTosIIee BpeMs He

HPUMEHSETCS, TaK KaK BCE Yallle yaeTCsl yCTAaHOBUTD ITHOJIOTHIO OPOHX09KTa30B. BpoHX09KTa3b! He
SIBISIETCST 0OJIE3HBIO SUI JENEriS, HO KaK CHMIITOMOKOMILUIEKC BCTPEYAIOTCS MPH OOJBIION rpyrine
3aboneBanuii (Tabmn. 1) [Uywamun A.I'. Bpouxoakrassl. TepaneBrideckuii apxus. 2017;89(3):4-17].

B nacrosiiee Bpems Bce popmbl BD nensites Ha Te, KOTOpbie Ha0MI01al0TCsl y 00IbHBIX MB, 1
Ha OpOHXO9KTa3bl y MAIlUCHTOB, Y KOTOPBIX OTCYTCTBYIOT I€HETHUECKHE Npu3Haku MB (He
MYKOBHCIU03HbIE BD).

B coBpeMeHHOI KTMHUYECKOH IPaKTUKe NpH Ki1accuukayu b ncrnonp3yoTes TepMUHBL, KOTOPbIE

OTPaXaIOT, KaK MEXaHU3M HX 00pa30BaHMs, TaK U MHOTOOOpa3ue UX NPOSBICHUI.

BpoHx03KTa3sl TPHHSTO mMOApasfensaTh Ha yununopuueckue (Ilpunoxenne A3.2, puc.3),
mewomuamovie  (Ilpunoxenne A3.2, puc.d) ©  ONUCBIBAIOTCS TAKXKE  KUCMOBUOHbIEC,

sepemenoobpasnvie (Ipunoxenne A3.2, puc.6) u sapuxosusie (IIpunoxenne A3.2, puc.7) BD.

B cBs3u ¢ TEM, 4YTO y OAHOT0 HalM€HTa MOTYT BCTPEYATHCA PA3JIMYHBIC THUIIBL BS, Goiee
BBICOKYH) 3HAYMMOCTb HUMECT paCHpOCTpaHéHHOCTI) A JIOKaau3alus W3MCHCHUH B npeaenax

KOHKPETHBIX OPOHXOJIErOYHBIX CETMEHTOB.



e Iuaunapuyeckue BD BO3HHKAIOT B OCHOBHOM NpH CKJICPO3e OpOHXUAIBHBIX CTEHOK.
I[Tpu aTOM IpocBeT OpOHXA PACIIHPSIETCS PABHOMEPHO HA JOCTaTOYHO OOIBIIOM MPOTsDKeHnH. Yare
BCEr0 9TO MPOUCXOAUT Ha (oHe APYyrux OonesHedl Jerkux (emopuunvie OGPOHXOIKMA3ZLL).
Iunuaapuueckas popma He CIOCOOCTBYET CKOIUICHHIO OOJBIIOro oObeMa THOsl, OITOMY olliee
COCTOSIHHE MAI[IEHTOB, KaK IIPaBUIIO, HE CIIUIIKOM TSDKEIIOe.

e Memotuarsie B - ognHOuUHbBIEe mapooOpa3Hble WM OBAJbHBIE PACIIMPEHHS C OJHOM
cTopoHBl Oponxa. Hepenko maHHas ¢opma BCTpedyaeTcs NMPH BPOXKICHHBIX JedeKTax pa3BUTHS
JIETOYHOW TKaHU. MEUIKH MPEeACTaBIIOT COOOH Cllemble BBHIITYMBAHUSA CTEHKH, KOTOPHIE MOTYT
JOCTUraTh OOJIBIIMX Pa3MeEpOB. 3[eCh CKAIJIMBACTCSl 3HAYUTENBHBIH 00BEM MOKDPOTHI M THOSL.
Teuenue 60NE3HN y TAKUX TMALMEHTOB OOBIYHO TSDKEIIOE.

e Bapuxo3nble BD XapakTepu3yIOTCsl Y€pel0BAHUEM YYaCTKOB PACIIMPEHHOTO M CYKCHHOTO
ImpocseTa 6pOHXOB.

Takike BbIACJISIOT TpakuuoHHbIe BD, koTophle BO3HHMKAIOT Ha (oHe (GUOPO3HOro
Ipoliecca B JErOYHOI TKaHU M XapaKTepU3YIOTCs YTONIICHHEM CTCHKU OpOHXa, PacIIMpeHUEM
UX IPOCBETa M CMEIICHHEM OpOHXO-COCYJIUCTOrO ITydka (pacCMaTpUBAIOTCSI B MHBIX
KIMHHYECKUX pekoMenaarsix). [Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European
Respiratory Society Monograph, VVol. 52. 2011 261p; Pasteur MC, Bilton D, Hill AT; British Thoracic
Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5; Chang AB,
Masel JP, Boyce NC, et al. Non-CF bronchiectasis: clinical and HRCT eval uation. Pediatr Pulmonol
2003;35:477-83; Remy Jardin M, Amara A, Campistron P, et a. Diagnosis of bronchiectasis with
multislice spiral CT: accuracy of 3-mm-thick structured sections. Eur Radiol 2003;13:1165-71]. -

PacripoctpanéHHBIM BapuaHTOM pa3BHTHS bBD sBisercs yacTHyHas oOTypamus KPYITHOTO
OpoHXa OIYyXOJbIO, WHOPOJHBIM TEJIOM, PyOIOM HJIHM CHABIICHHE €r0 W3BHE YyBEIWYCHHBIMU
numdaTtrdecknumu y3namu. Takue BD BO3HHKAIOT B 30HE YaCTUYHOTO MJIM IIOJHOTO aTejeKTasa W

0003HaYaIOTCS KaK aTeJIeKTaTHYeCKHUe.

BpoHx03KTa3b1, B OOJBIIMHCTBE CIIYYacB, XapaKTEPU3YIOTCS TIEPHOTHYECKAME 000CTPEHHUSIMH.

o ®a3a 000CTpeHUsl — aKTHBHBIA BOCIAJIUTENIBHBIA MPOIECC C HAKOIUIEHHEM THOs. B atoT
MEepHo CHUMOTOMBEI 3a00JieBaHUS HawOoiee sSpKHe. B HEKOTOpHIX ciydasx, IpU OTCYTCTBHU
aIeKBaTHOI'O  JIEYEHMs, MOXET IPOU3OUTH OBICTpOEe YXY/IIICHHE COCTOSHHS IalUeHTa:
BOCHAJIUTENIbHBIN MpoUECC BBIXOAUT 3a paMKU PACIIUPEHHOI'O 6p0Hxa, pa3sBUBACTCA IMTHCBMOHMUA.
Yacrora 000CTpeHUIT MOKET OBITh PA3IMYHON — OT HECKOJBKHX 3MU30I0B B IO JI0 HECKOJIBKHX B
TEYEHHE OJTHOTO MecsIIa.

e ®aza pemMHCCHM XapaKTEPH3YETCSl OTCYTCTBHEM OCTPBHIX cUMNTOMOB. BD mpu sTOoM

coxpaHsioTcsa. [lpM HanMYMKM MHOXXECTBEHHBIX pacIIMPEHHH OpPOHXOB M COITYTCTBYIOLIETO



MTHEBMOCKJIEpO3a B (pa3e PEMHCCHH MOXKET HAOIIONATBCS CyXO# MM BI&XHBIN Kallelb, IPH3HAKA
JBIXaTeIbHON HEJOCTATOTHOCTH.
Hupexce TskecTn 6ponxodkra3os (Bronchiectasis Severity Index)

PaccunthiBaeTcs B Oamiax Ha caiite - http:// www.bronchiectasisseverity.com/15-2/

0-4 Jleexas b6ponxosxmasus

3a 1 200: cmepmuocmy 0 - 2,8%, eocnumanusayuu 0 - 3,4%

3a 4 200a: cmepmuocms 0 - 5,3%, cocnumanuzayuu 0 - 9,2%

5 - 8 Yuepennas 53

3a 1 200: cmepmuocms om 0,8 00 4,8%, eocnumanuzayust om 1,0 0o 7,2%

3a 4 200a: cmepmuocmv 4%-11,3%, ecocnumanuzayuu 9,9- 19,4%

9 + maokcenas 6POHX0IKMA3UA

3a 1 200: cmepmuocmo 7,6- 10,5%, eocnumanuzayus 16,7- 52,6%

3a 4 200a: cmepmuocms 9,9 - 29,2%, cocnumanuzayuu 41,2 - 80,4%
1.6 Kiiunnyeckasi kapTuHAa 3a00J1eBaHUsl HJIM COCTOSIHUSA (FPYNNbI 3200J1eBaHUI WJIN
COCTOSTHHIA)

OCHOBHBIMH ~ KJIIMHUYECKUMH IPOSIBICHUSIMH B3  SBJSIOTCS MOBTOPHBIE OOOCTPEHHUS
BOCIAJIMTENILHOTO Mpoliecca B JIerkux (10 3-4 pa3 B ron). J{ist 3a060s1eBaHusI XapaKTEPEH IMOCTOSIHHBIH
BJIQXXHBIH KallleNlb C OTIEJICHHEM MOKPOTHI, TNIAaBHBIM 00pa3oM, o yTpam. KoamdecTBO MOKPOTHI
MOXET OBITH OTHOCHUTEIBHO HEOONBIINM, B BU/IE OTACIBHBIX TUICBKOB. MOKPOTa IIONHBIM PTOMY,
KaK 9TO paHee OMUCHIBATIOCH MPH KJIACCHYECKON OPOHXOIKTATHUECKOM OOJIC3HU, B HACTOSIIIIEE BPEMs
y nereit HabmomaeTcst penko. KpoBoxapkaHbe, MPH COBPEMEHHOM TEUEHHU OOJIC3HH TAKKE PEIKO
BCTpeYaeTcs y JACTEH.

Hauanbnbie npu3Haku BD mosBIsOTCS 00BIYHO B MEPBBIC 3 ro/ia )KU3HHU PeOCHKA.

B mocnenHne necATHIeTHS OTMEYaeTcs TCHACHIMS K Ooiee JISTKOMY TEUEHHIO OONe3HH. Y
nereil mpeoOiiaaloT Tak Ha3bIBaeMbIe «Majble (GopMbD» 3a00JIeBaHHS, KOTOPHIE MPOTEKAOT 0e3
THOMHON MHTOKCHKALIMH, BBIPAXKEHHOW JABIXaTeIbHONH HEeIoCTaTOYHOCTH. KpaiiHe penkumu cranu
TSOKENbIC OCIOKHEHHsT OOJE3HH, paHee CYMTABIIMECS XAPaKTCPHBIMH JJISI 3TOTO CTPajaHUs
(abcueupoBaHue JICTOYHOI TKaHHU, a0CIECChl MO3Ta, aMUIOHI03).

VY B3poCIBIX MaHeHTOB ¢ b OCHOBHBIMU KIMHHYECKUMH CHUMIITOMAMH 3a00JICBAHUS TAKKE
SIBJSTFOTCSL KaIllelb ¢ MOKpOTOi (omHako 10 25% OONBHBIX KadylOTcs Ha W30BITOYHBIA 00BEM
MOKPOTHI TOJBKO IPU OOOCTPEHMAX), KPOBOXapKaHbe (Yamie MpH OOOCTPEHUSX), OABINIKA IPH
(usnueckoil Harpyske, MOBBIIICHHE TeMIEpaTypbl Tena, 0onu B rpyaHoi kierke [Nicotra MB,
Rivera M, Dade AM, et a. Clinica, pathophysiologic, and microbiologic characterization of
bronchiectasis in an aging cohort. Chest 1995; 108: 955-961.]. Oxnako BCe CHMIITOMBI
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6pOHX03KTaBOB HGCHCHI/ICI)I/I‘{HLI U MOTYT BO3HHUKATh NPU APYTUX XPOHUYECKUX 6p0HXOJ’I61‘0‘{HLIX
3200JICBAHUAX.

VY psna nauueHToB ¢ BD (meTu u B3pocibie) MOKET Pa3BUBATHCS OpOHXHANbHAs OOCTPYKIHS,
TeHe3 KOTOPOH CIOXKEeH U MHOTOKOMIIOHCHTEH: B ()OPMUPOBAHMM OpPOHXHAIBHOW OOCTPYKIIHUU
UTPAlOT pOJIb KAaK HEOOpaTHMbIe CTPYKTYpHbIE H3MCHEHUs OpOHXMAIBHOTO JepeBa, TaK U
Bo3JeiicTBre MequaropoB Bocmanenust [Bronchiectasis Edited by R.A. Floto and C.S. Haworth.
European Respiratory Society Monograph, Vol. 52. 2011 261p., Clinicd manifestations and
evaluation of bronchiectasis in children https://www.uptodate.com/contents/clinical-manifestations-
and-eval uation-of -bronchi ectasis-in-children?topi cRef =6355& source=related_link (last updated:
Apr 07, 2021), Clinicd manifestations and diagnosis of bronchiectasis in adults
https://www.uptodate.com/contents/clini cal-manifestati ons-and-diagnosis-of -bronchiectasis-in-
adults?topicRef=6360& source=related_link (last updated: Mar 10, 2022), Pasteur MC, Bilton D, Hill
AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl
1:i1-5].

I'mneppeakTuBHOCTH OpoHXOB omnpenensercs y 40% mauuentos ¢ b3, nmonoxurensHas npoda
¢ OpOHXONMTHKOM TIpH HCCIeNOBaHWM (yHKIWH BHemHero npixanuss — y 20-46% mamumeHToB
[Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph,
Vol. 52. 2011 261p; Abu Hassan J, Saadiah S, Roslan H, et a. Bronchodilator response to inhaled
beta-2 agonist and anticholinergic drugs in patients with bronchiectasis. Respirology 1999;4:423-6].
2. IluarHocTuka 3a00JieBAHUS MJIM COCTOSIHMSA (ITPYNNbI 3200/1eBAHMI HIIH
COCTOHHHﬁ), MEIUIUHCKHE IMIOKA3AHUA U MPOTUBONMOKA3aHUA K IPUMCHCHUIO
METOAOB JTUATHOCTUKH
B cea3u ¢ mem, umo 6poHx0dKmMazel Mo2ym GCmpeuamscs u Kak camocmosmensvHoe 3abonesanue, u
KaK — nposgieHue  Opy2oll  NAMONO2UU,  OUASHOCMUYECKUtl — NooxXo0  O00dceH  Oblmb
MYTLMUOUCYUNTUHADHBIM.

IIpeononodicums nHanuyue 53 modicHo npu Hanuyuu creoyrouux KIuHUYeckux CUMnNMOMOS:

o [numenvuvlii unu NOCMOAHHbII Kauleab (¢ gbloeneHuem MOKpOmel, pejice 6e3 MOKpOmbt)
Ha npomsidicenuu bonee uem 6- 8 Hedenw,

®  nocmosHHble U/UNU NEPCUCMUPYIOWUe XPUnvl 6 JlecKUx, KOmopbvle HeBO3MONUCHO
00BACHUMb OPYSUMU NPUHUHAMU,

®  HenoiHoe paspewieHue NHEBMOHUU NOCNe A0eK8AMHOU mepanuu Uil noemMopHsle
NHEEMOHUU OOHOU U MO JHce TOKATUAYUU,

®  CmouKull CUHOPOM GPOHXUATLHOU 0OCMPYKYUU, MOPHUOHBI K A0EKEAMHO HA3HAYEHHOU
U NPOBOOUMOTE mepanuu,



®  Hanuuue  PecnUpamopHblX — CUMNMOMOE Y Oemell €O  CHMPYKMYPHbIMU — U/unu
DYHKYUOHATLHBIMU  HADYWEHUAMU  ICETYOOYHO-KUUEYHO20 MPAKMA U GEPXHUX ObIXAMENbHbIX
nymeti;

®  KpogoxapKaHbve.
Kpumepuu ouaznocmuku b3:

Kpumepuu ouacnocmuxu b3 y eé3pocnvix

C 1990-x 20006 KomnblOmepHAas momocpaghus 0peano8 2pyoHol NOIOCMU BbLCOKO2O
paspeulenus CHumaemcs «3040MlM CMAHOApMoM» 8 OuazHocmuke oponxosxmazos. Haubonee
wupoko ucnonv3yemvlii Kpumepuii BD. yeenuuenue Ouamempa OpOHXUATLHO20 NpoOCeema
OMHOCUMENIbHO NPOCeema cocedne2o cocyoa >1; omcymemeue cydcenust OPOHX06;, U HAIuyue
pacuupernbix 6poHX08, npuiesawux K niespe uwiu 6 npeoeiax 1 cm om pebeproil nogepxnocmu
nAe6pbl, A MAKJCe KOCECHHbIe MPUSHAKU: YMOAujeHue GPOHXUATLHOU CMEHKU, CKONLeHUe CAu3lu,
Moszauunas nep@ysus, yrasnusanue 6030yxa na KT npu evidoxe [Naidich DP, McCauley DI, Khouri
NF, Sitik FP, Segelman SS. Computed tomography of bronchiectasis. J Comput Assist Tomogr.
1982;6(3):437-444, T Hill A, L Sullivan A, D Chalmers J, et al British Thoracic Society Guideline
for bronchiectasis in adults.Thorax 2019;74:1-69 http://dx.doi.org/10.1136/thoraxjnl-2018-
212463].

OO0HAKO HAKONNIEHHbLI ONbLM NOKA3A], OPOHX0-apmepuanbiblil Kodgguyuenm > 1 mocem
ovimb  obHapyoicen y 20% auy cmapwe 70 nem 6e3 conymcmeylowux 3a00ne6aHuli unu
PECRUPAMOPHBIX CUMRIMOMO8, MAKJICe eCnb OAHHbIe O 603MOJICHOCMU NOOOOHLIX HAXOOOK HA
KOMNbIOMEPHBIX MOMOSPAMMAX JIe2KUX Y T00€l, RPOICUBAIOUUX 6 8bLCOK020pbsix. Kpome mozo, npu
UHMEPCMUYUATLHBIX 30001e8AHUSX, NOCMUHBEKYUOHHBIX COCMOSHUAX, d MAKICe 3A001e8AHUIX C
IMPUIEMANOZHBIM — KOMNOHEHMOM — MAKdce MO2ym  HAOMoO0ambCsi  Y4aCmKU — MpPAKYUOHHBIX
bponxoskmazoe 3avacmyio 6e3 KiuHuueckux nposenenuil. Takoice, yuumol6as. 6epOsMHOCHb
RAmMoN02U4ecKo20 U3MEHeHus ouamempa cocy008, RPUNeNCauwux K OpOHXAM Y NAYueHmos ¢
XPOHUUECKUMU OONEIHAMU Ie2KUX, GPOHXO0IKIMA3bL MO2YM OblNb U0 He QUACHOCMUPOBAHbL (3a CYem
YVeenuuenus ouamempa cocyoos Npu JNe20YHOU SUNEPMmeH3uu) Uil 2UnepouazHOCmuposansl (v
NAYUeHmos ¢ 2UNOKCU4ecKoll 6a30KOHcmpuryuell). Bmecme ¢ mem nocmenenno npoucxoouio
VIVYUEeHUe 8U3YaNU3AYUL U 603MOJICHOCTEL KOIUYECTEEHHOU OYEHKU YMOUWEeHUs. CMEHKU OPOHXA U
veenuuenus e2o ouamempa. Taxoce Helb3si UCKTIOUUMb HEKYIO CYOLEKMUBHYIO COCMAGIAIOWYIO 6
unmepnpemayuy u306padNceHull 6 3a8UCUMOCIU 0N ONbIMA U HABLIKOE CNeYUATUCTA.

B nacmoswee epems 015t 63poCibiX NAYUEHMOS NpuU OomMoOOpe ONsi KAUHUHECKUX UCCIe006aAHULL
npeonodcerbl Kpumepuu, 6KIOYAowWUe KaK 6U3yalu3ayuoHHble, MAK U KIUHUYEeCKUe OaHHble.
EBponxo-apmepuanvioe coomnouienue sHympenne2o ouamempa (moivko ouamempa 6poHXUaIbHO2O
npoceema), HApY*CHO20 Ouamempa (Ouamempa OPOHXUATLHO20 NPOC8emMd NANC TMOTWUHA

bpouxuanvrol cmenku) > 1 mooicem Obimsb pacyerHeno Kax OPOHX0IKMA3bl, eclu maKoe yeeauuenue
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conposoofcdaemc;l conymcemeyrowumu cumnmomamut. Haubonvwasn ouazHocmuyecKas
00CMOBEPHOCMb € PAOUONIOSUYECKOU MOYKU 3peHUs Oblia YCMAHOBNEeHA HA YpoeHe OpPOHXO-
apmepuaibHoco OMHOWEHUS > 1,5 (ucmrottaem OCHOBHYIO MaccCy HecumnmomHsblx HebonbUUX
ounamayuti OPoHxX08, 0OHAKO MAKOU NOOX00 He NO36078em GKIOYUMb NAYUEHMO8 C MEHbUUM
COONMMHOUWIEHUEM U Haluduem KIUHUYEeCKUx npOﬂBJl@Hi/lﬁ).
Knunuueckue cumnmomol mozym Oblmb Hecnel/;uqul—tbmu, nosmomy npedﬂoofcel—to npu Haiuduu
coomsemcmsy}omeﬁ 6u3ya,flu3al4MOHH012 KapmuHsl c4umanmbs 3HA4YUMblM Haludyue He MeHee deyx us
czzedyiomux CUMNIMOMOB.

0 Kawenb 8 6ONLUUHCINGO OHell Hedel,

0 6bideneHue MOKpPOmMbl OONLUUHCMBO OHell Hedelu,

0 Hanuuue >1 obocmpenus 6 200
[Aliberti S Goeminne PC, O'Donnell AE, Aksamit TR, Al-Jahdali H, Barker AF, Blasi F, Boersma
WG, Crichton ML, De Soyza A, Dimakou KE, Elborn SJ, Feldman C, Tiddens H, Haworth CS, Hill
AT, Loebinger MR, Martinez-Garcia MA, Meerburg JJ, Menendez R, Morgan LC, Murris MS
Polverino E, Ringshausen FC, Shteinberg M, Sverzellati N, Tino G, Torres A, Vandendriessche T,
Vendrell M, Welte T, Wilson R, Wong CA, Chalmers JD. Criteria and definitions for the radiological
and clinical diagnosis of bronchiectasis in adults for use in clinical trials: international consensus
recommendations. Lancet Respir Med. 2022 Mar;10(3):298-306. doi: 10.1016/S2213-
2600(21)00277-0, Clinical manifestations and diagnosis of bronchiectasis in adults
https: //mww.uptodate.com/contents/clini cal-manifestati ons-and-diagnosi s-of-bronchiectasis-in-
adults?topicRef=6360& source=related link (last updated: Mar 10, 2022), Martinez-Garcia MA,
Oscullo G, Garcia-Ortega A. Towards a new definition of non-cystic fibrosis bronchiectasis. J Bras
Pneumoal. 2022 Feb 2;48(1):€20220023. doi: 10.36416/1806-3756/€20220023] .
Kpumepuu ouaznocmuxu b3 y demeii
YV 0emeii/nodpocmros c nooospenuem Ha GPOHXOIKMA3bI NPeOnoUmumenvHo ucnoavsosams MCKT
BbICOKO20 PA3PEUleHUs 6MeCO 0DbIYHOU KOMNLIOMEPHOU MOMOSpaduU 8bICOK020 paspeuleHus 0s
OUAZHOCTUKU OPOHXOIKMA306

\4 demeﬁ/nodpocmkoe OCHOBHbIM Kpumepuem maxkoace Aeisaemcsi OmHouweHue 6HYympeHHezo
OJuamempa OpoHxa K 6eHewiHemy Ouamempy npuiecaroweti apmepuu >0,8 0na onpedenenus
aHomaaiuu. Hpu oMmMom Cﬂedyem yuumbsleambs Haiuvue KAUHUYECKOU cumnmomamuxu, m.K. y 0emeﬁ,
KaK U y 83pOCiviX, ecmb puck eunep- u eunoouaznocmuku B9 [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] .



2.1 XKajo0bl 4 aHAMHE3

JKanobul u anammnes coomeemcmeayiom cumnmomamuxe OPOHX0Ne204HOU UHGeKYUL.

OcHO8HbIMU JHCAN0OAMU NAYUEHMA U/UTU pOOUmenell pebeHKa ¢ GPOHX0IKMAZAMU SAGNAIOMCL:
Kauiens, yauje 61adCHblLl ¢ OmoereHuem MOKpOmbl, 00bIUKA, UHO20d KPOBOXAPKAHbeE, OOIb 6 2PYOHOU
KilemKe, MIOXAs NEePEeHOCUMOCHb  (YU3UUECKOU — HAZPY3KU,  YIMOMIAEMOCMb, — 02PAHUYEHUs!

NOBCEOHeBHOL 0esIMelbHOCMIL.

. VY Bcex MaIueHToB C Npu3HakaMu b pekoMeHxyeTcs IeTaabHO Y3HATh O TEUCHUU PaHHETro
HEOHATabHOTO IEPHOAA, OCOOEHHO B OTHOIICHHWH PECIUPATOPHOTO IHCTPECC-CHHAPOMA,
OPOHXOJICTOYHOH AMCIUIA3UHY, THEBMOHUH C LENbI0 yTOuYHeHHs dtrosnoruu B [Bonesnu opranos
neixanus y peredd. Ilox pen. Paumnckoro C.B., Tarouenko B.K. M., Menununa, 1988, 446 c.,
Xponuyeckue 3a6oneBanus gerkux y pereit. Ilon pen. Posunosoit H.H. u Musepnurkoro 10.J1.- M.,
IIpakruka, 2011.-224 c., Bone3nu opraHoB npixaHus y pgereid. Iloxm oOmeit penmakmmei B.K.
Tarouenko. M., Ilegnarps, 2012.- 480 c., Paediatric Respiratory Medicine ERS Handbook 2nd
Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P., Bronchiectasis
Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011
261p., Causes of bronchiectasis in children https://www.uptodate.com/contents/causes-of -
bronchi ectasi s-in-children?topi cRef=6355& source=related_link (last updated: Jan 11, 2021), Pasteur
MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax.
2010 Jul;65 Suppl 1:i1-].

YYP-C,¥I1-5)

KomMmeHnTapuii: nepsvie cumnmomvl paoa 8poxcOeHHbIX 0ONe3Hell J1ecKuX 803HUKAIOM 6 PAHHeM
HEOHamanbHOM nepuode, HAnpumep, y NAYUeHmo8 ¢ NepeUYHOU YUTUAPHOU OUCKuHesuell,
NePEUYHbIMU UMMYHOOCPUYUMAMU, MYKOBUCYUOO30M

. PexomMeHnyercs y TanmueHTOB C NpU3HAKaMH bBD YTOYHHTH Hanuuue B aHaMHE3e
XPOHUYECKUX UM PEUUANBUPYIOMINX CUHYCHUTOB, OCTPBIX CPCAHUX OTHUTOB, HAa3aJIbHBIX IOJIUIIOB C
Hensio yroudenust atuonorun bD [Paediatric Respiratory Medicine ERS Handbook 2nd Edition
Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P; Bronchiectasis Edited
by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011 261p;
Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group.
Thorax. 2010 Jul;65 Suppl 1:i1-5] .

YYP-C,YII-5)

KomMmeHTapuii: nepeuuciennvie cumnmomsvl Mo2ym HaOM00amvcs y NAYUEHMO8 ¢ NepeUudHoll

YUAUAPHOU OUCKUHE3Uel U KUCMOZHBIM (PUOPO30M (MYKOBUCYUOO30M), UMMYHOOePUyUmMamiL.
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https://www.uptodate.com/contents/causes-of-bronchiectasis-in-children?topicRef=6355&source=related_link
https://www.uptodate.com/contents/causes-of-bronchiectasis-in-children?topicRef=6355&source=related_link

. Pexomennyercst 0OpaTuTh BHUMaHHE Ha HAIMYUE B aHAMHE3€ MAIlMEeHTOB C Ipru3HaKaMu b
B JIETCKOM BO3pAacTe TSXKEIOro 3a00JeBaHMs HIKHUX JAbIXAaTEIbHBIX MyTeH (3aTsDKHOM OpOHXUT,
[THEBMOHUSI, KOKJIIOII, KOPb | T.I1.) C IIEJIbI0 yTOYHEHHs 3THOJIoru B [Boie3Hn opraHos abIxaHus
y nereit. Ilox pen. Paunnckoro C.B., Tarouenko B.K. M., Menuuuna, 1988, 446 c.; Xponuueckue
3a0oneBanus yerkux y nereid. [lox pen. Posunosoit H.H. u Muzepuuukoro F0.JI.- M., Ilpakruxa,
2011.-224 c; bonesnu opraHoB npixanus y gereil. Ilox obmeit pemakiueit B.K. Tatouenko. M.,
IMexuarps, 2012.- 480 c;. Paediatric Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst
Eber, Fabio Midulla 2021 European Respiratory Society 915P; Bronchiectasis Edited by R.A. Floto
and C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011 261p; Pasteur MC,
Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010
Jul;65 Suppl 1:i1-5].

YYP-C,¥YIA-5)

. Pexomenayercs y manueHToB ¢ mpu3HakaMu bD yTOUHUTE Hanu4ue acimpanyuyd HHOPOIHOTO
TeJla B aHAMHE3€ WJIM BO3MOXKHBIN acIMPalOHHBIA IPOIECC C LENBI0 YTOYHEHUsS 3THONOrHH BD
[Bonesnu opranos asixanus y pereit. [lox pen. Paunuckoro C.B., Tatouenko B.K. M., Mexuuuna,
1988, 446 c.; Xpouuueckue 3aboneBaHusi jerkux y paered. Ilog pen. Posunosoit H.H. u
Museprunkoro F0.J1.- M., [IpakTtuka, 2011.-224 c; bone3nu opranos apixanus y aeteid. [lox obmeit
penakuueit B.K. Tarouenko. M., Ilexuarps, 2012.- 480 c; Paediatric Respiratory Medicine ERS
Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P,
Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph,
Vol. 52. 2011 261p; Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF
Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5].

YYP-CVYIO-5)

. PexomeHayercs y TalMeHTOB C Mpu3HakaMd bBD yTOYHNTH HajaM4uMe CHUCTEMHBIX
BOCITAUTENIBHBIX 3a00sieBaHKil (B TOM 4YHCIle, PEBMATOMJHOTO apTPHUTA) WM BOCIAIMTEIbHBIX
3a00JIeBaHUI JKEMy0YHO-KHIICYHOTO TPaKTa C IENbl0 yTodHeHus stuonorun B [Pasteur MC,
Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010
Jul;65 Suppl 1:i1-5].

YYP-C, Y1 -5)

2.2 Pu3HKAJIbHOE 00C/IeJ0BAHNE

Obwuii ocmomp nodpazymesaem OYeHKY 00We20 QU3UYEcKo20 COCMOAHUL, QU3ULECKO20
pazeumus (0151 Oemetr), nOOCUem 4aCMomvl ObIXAHUS, CEPOSUHBIX COKPAUEHUN, OCMOMP BEPXHUX
ObIXameNbHbIX Hymell U 3e6d, OCMOMP, NALLRAYUIO U NEPKYCCUIO 2PYOHOU KIEMKU, AYCKYIbMayuio.
Ipu susyanvHom ocmompe mMo2ym HAOIOOAMbCA paziudHvle deopmayui 2pyOHOU KIemKi 8 gude

ee ynjioweHus uiu 3aNa0eHUs NOJLOBUHbBL Zpy()HOﬁ KJlemKu Ha CmopoHe namoJlocudeckKo2o npoyeccda.
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Ipu pacnpocmpanenHom nopaxiceHuy 1e204HOl MKAHU HEPEOKO MONCHO OOHAPYIHCUMb KOCEEHHbIE
NPUBHAKU XPOHUYECKOU cUnoKcuu: deghopmayuu KOHYesvIxX (hanane naivyes no muny «6apadanHvix
nanvyesy u/uau Hoemell no Muny «4acoguix cmexony. llosenenue «bapabannvix nanvyesy (max
Hazvlgaemas eunepmpouueckas ocmeoapmponamus (cunopom Ilvepa Mapu-bambepeepa),
Aeslemces XapakmepHvlm CUMNIMOMOM, OC)H(JKO, KAaK npaeuio, OH ecmpedaemcs y nayuenmoes c
pacnpocmpanennbiMu 5POHX03KW!{13[1/WM Uu aKmueHo mexkyuum CHOUHbIM 3H()06p0qumOJl/l.

V' 6onvwuncmea nayuenmos ¢ Oponxoskmasamu, 0cobeHHO 6 nepuode 000CMpeHusl,
OMMeUarmMcs NPUSHAKU ObIXAMeNbHOU HedocmamoyHocmu, ooviuka. IlepkymopHo Hao aesKkumu
Modicem BbICTYUWUBAMbCS KOPOOOUHBIIL OMMEHOK 38VKA U/UNU YYACMKY NPUMYNIIEHUSL.

Ayckyromamueno 'y  nayueHmog ¢ OpOHXOIKMaAzamu ¢ OONbWUM — HOCNOAHCMEOM
npoCayuusaromcs cma6uﬂbele JIOKAJIU306AHHbLE 6]1AINCHbLE XPUNbL (ernumauu}z), KAk npaesuijio, Hao
30HOU nopadcenus. Mo O0UH U3 CAMbBIX XAPAKMEPHBIX NPUZHAKOE OPOHXOIKMA308 y Oemell u
s3pocavix. Hapsaoy ¢ kpenumayueti mocym npocayuueamscs cyxue xpunsvi. IIpu Hanuyuu KpynHoix
OPOHXOIKMAMUYECKUX NOAOCmell ObIXaHUe HAO IMUMU 30HAMU MOdMCem umems amgopuyeckutl
xapaxmep.
uaznocmuxa ooocmpenus npu B3 y oemeit
. C LeNnplo0 CBOEGBPEMEHHOTO Havaia aHTHUMHKPOOHOW Tepamui B CBSI3H C HEJAOCTATOYHOM
HHPOPMATHBHOCTHIO JIAOOPATOPHBIX M/ HHCTPYMEHTAIBHBIX MAPKEPOB PEKOMEHIYETCS IETAM C
BD nmumarnoctupoBarth 000CTpEHHE XPOHHYECKOTO OPOHXOJIETOYHOrO IMpolecca MO KIMHUYECKUM
MpPHU3HAKaM: €M Y peOeHKa YCHINBAIOTCS PECIIUPATOPHBIE CUMIITOMBI (TTPEMMYIIECTBEHHO Kallenb
¢ u3MeHeHHeM Win Ge3 KoJarvecTBa uim xapakrepa Mmokpotsi) [Chang AB, Fortescue R, Grimwood
K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, 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,YA[-5)
KOMMeHTapHﬁ: Hajaudue Oahlml(u u/wzu cUnoKcemuu pacyenusaemcs Kaxk msaicenoe 060cmpeﬂue.
Huaznocmuka o6ocmpenusn npu b3 y e3pocavix
. C 1esbo CBOEBPEMEHHOTO Havyajla aHTUMHUKPOOHOM Teparuy B3pOCIbIM narnueHTam ¢ b2
PEKOMEHYeTCsl MarHOCTHPOBAaTh OOOCTPEHHE XPOHMYECKOro OpOHXOJIEroYHOro Ipolecca Ha
OCHOBAaHHMM HE MEHee 3-X M3 HMCIOUIMXCS CHMIITOMOB: YCWJICHHE Kallllsi, YBEJIHYCHHE O0beMa
MOKpPOTBI, yBEJIHYEHHE BBIPAKCHHOCTH THOMHOTO XapaKTepa MOKpPOTBI, YCHJICHHE OJBIIIKH,
MOBBIIICHHAS YTOMIIIEMOCTB/HEIOMOTaHKe, TUXOpajka U KpoBoxapkaube [Pasteur MC, Bilton D,
Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. British Thoracic Society
guideline for non-CF bronchiectasis. Thorax. 2010 Jul;65 Suppl 1:i1-58. doi:
12



10.1136/thx.2010.136119. PMID: 20627931, Hill AT, Haworth CS, Aliberti S, et a. Pulmonary
exacerbation in adults with bronchiectasis. a consensus definition for clinical research. Eur Respir J
2017; 49: 1700051].

2.3 JlaGopaTopHbIe AUATHOCTHYECKHE HCCIIEI0BAHUSA

2.3.1 JIabopamopnsie mecmut npu 060cmpenuu/npusnaxax o6ocmpenusn npu b9

. Pexomenayercs mpoBeneHue oOIero aHanm3a KpoBH (pa3BepHyToro) u C-peakTUBHOTO
Oenka IeTAM W B3pOCIBIM, C MOJO3peHHMEeM Ha BD u  mpm 000CTpeHHH XPOHHYECKOTO
OPOHXOJIETOYHOr0 MpoIecca C LEIbI0 JIOMOJHUTEIBLHON OIEHKH aKTUBHOCTH Bocnanenus [Chang
AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT,
Karadag B, Midulla F, McCalum 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; Clinical
manifestations and diagnosis of bronchiectasis in adults
(https://www.uptodate.com/contents/clini cal -manifestations-and-diagnosi s-of -bronchiectasis-in-
adults?search=bronchiectasis& source=search_result& selectedTitle=1~150& usage type=default& di

splay rank=1); Castellani C, Simmonds NJ. Identifying undiagnosed cystic fibrosis in adults with
bronchiectasis. In: Chalmers JD, Polverino E, Aliberti S, eds. Bronchiectasis (ERS Monograph).
Sheffield, European Respiratory Society, 2018; pp. 29-44
[https://doi.org/10.1183/2312508X.10015317]

[Patel IS, Viahos I, Wilkinson TM, et a. 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 a. Present outlook in bronchiectasis: clinical and socia study and
review of factorsinfluencing 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 a. Computed tomography of
bronchiectasis. J Comput Assist Tomogr 1982; 6: 437—-444.].

YYP-C,¥YaA-5).

2.3.1 Mukpoobuonocuueckue uccnedosanus

. Pexomenayercs BceM nmanueHTaM ¢ OpOHX03KTa3aMu (MIIH ¢ TOJJ03PEHHEM Ha OPOHXO0IKTA3bI)
MHKPOOHOIOTHYECKOE HCCIIEOBAHUE MOKPOTHI (MHIYIHPOBAHHOW MOKPOTHI HIIM TPaXealbHOro
acIMpara), Wi, B UCKIIOYUTENBHBIX CUTYAIUsX (IJIsI MIIAJICHIEB), OpO(apHUHTeaTbHOTO Ma3Ka i/ iiin
KHUJIKOCTH OpOHXOAJIBBEOISIPHOTO JIaBaKa ISl WIACHTU(HKAIMK TAaTOTCHA/-OB W ONpEACICHUS
4yBCTBHTEIBHOCTH  BbIACTHEeHHOH  Mukpoduopsl  (MukpoGuonornueckoe — (KyJbTypaabHOE)
UCCIIEIOBAHUE MOKDPOTBHI Ha a’poOHble ¥ ()aKyJIbTaTUBHO-aHAPOOHBIE MHKPOOPTaHU3MBbI)
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https://www.uptodate.com/contents/clinical-manifestations-and-diagnosis-of-bronchiectasis-in-adults?search=bronchiectasis&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1
https://www.uptodate.com/contents/clinical-manifestations-and-diagnosis-of-bronchiectasis-in-adults?search=bronchiectasis&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1
https://www.uptodate.com/contents/clinical-manifestations-and-diagnosis-of-bronchiectasis-in-adults?search=bronchiectasis&source=search_result&selectedTitle=1~150&usage_type=default&display_rank=1

(MosnexynspHO-OHONIOTMYEeCKOe HCCIIEIOBAHHE MOKPOTHI (MHIYyLHPOBAaHHOH MOKpOTBI, (hapHHIO-
TpaxeaJbHBIX acmuparoB) [Bome3nu opraHoB npixanus y pereid. Ilom pem. Paumnckoro C.B.,
Tarouenko B.K. M., Menununa, 1988, 446 c., Xponuueckue 3adosieBanus Jierkux y aereit. [lox pex.
Pozunosoit H.H. u Musepuunxoro 10.J1.- M., [Ipaktuka, 2011.-224 c., Bone3nu opraHoB AbIXaHHS
y nereit. Tlox obumieit penakuueit B.K. Tarouenko. M., Ilemuarpsp, 2012.- 480 c., Paediatric
Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European
Respiratory Society 915P., Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European
Respiratory Society Monograph, Vol. 52. 2011 261p, 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 adol escents with bronchiectasis.
Eur Respir J. 2021 Aug 26;58(2):2002990] .

YYP-C, Y1 -5)

Kommenrtapuii [lonyuenue Ouomamepuana 0as uccie008anus MuKpo@uopsvl oemsam 0o 5 nem
BO3MOJCHO C NOMOWbIO 2nybokozo maska us 3eea. [ns oemeii cmapue 5-6 nem u 63pocivix
NPUOPUMEMHBIM CHUMAEMCA UCCIe008aHUEe MOKPOMbL.

Hnghexyuonno-eocnanumenvhvili  xapakmep — NOPAdNCeHUs  CAUUCMOU — 00010YKU — OPOHX08
noomeepicoaemcs: pe3yibmamamy noceéa U OnpeoeneHuss KiemoyHo20 COCMAsd AA8aAdICHOU
arcuoxocmu. Muxkpobuwlii cnekmp y nayueHmos ¢ OpOHX0IKMA3amu, KaK npasuio, npeocmasieH 6
OCHOBHOM mpeMsi nHeeMomponHeiMu Mukpobamu: Strepthococcus. pneumoniae, Haemophilus
influenzae « Moraxella catarralis.

Hccnedosanue npoeooumcst npu nepeuyHoll OudasHOCmuke u 6 npoyecce OUHAMUYECKO20
HaOMOO0eHUs, 8 MOM Yucie, Oisi KOHmpos dggexmusHocmu mepanuu, ¢ kpamuocmoio 1 pas ¢ 6-12
mec, no nokaszanusm — yawe [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd
J,Bush A, Chamers JD, Hill AT, Karadag B, MidullaF, 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].

Ilpu  nepsuunom  eviceée  P.  aeruginosa u  Opyeoill  epamompuyamenvbHol
AHMUOUOMUKOPE3UCEHMHOU PNIOPLL NOCTIE KYPCa AHMUMUKPOOHOU mepanuu npu 20Cnumanu3ayuy
aubo ¢ yervlo OyeHKU IPDeKmuUsHOCU NPOBeOeHUs IPAOUKAYUU NPOBOOUMC KOHMPOTIbHOE
uccneooganue uepes 7-10 Oueil nocne OKOHYAHUA KypCca Mepanuu.

OCHOBHBLIM  MUKPOOUONIOSUHECKUM MEMOOOM OUACHOCTMUKU OPOHXONE204HOU  UHpeKyuu
AGAAEMCA  KYIbMYPANbHbILL Memo0 ¢ NOCe8OM PechupamopHulx 00pasyoe Ha HeceleKmugHble,
CeneKmugHble U XPOMO2eHHble RUMAamenbHble Cpeobl.
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Basicnvim signsiemest uCnonb306anue CeIeKmuGHbIX cped Ol 8blOeeHUsl MUKDOOP2AHUSMOS,
mpe6yowux 0cobvle YCiogust KyIbmuUpOSaHust Uil 0Jisk 8bLOEIEHUs. UX CReYUDUUECKUX, CEI3AHHBIX
¢ Oponxosxmazamu mopgomunos, ocobenno 0ns P. aeruginosa, a maxoce S. aureus 6 suoe
penomuna menxux xononui (SCVs gpenomun) [D’SouzaHA, BaronEJ. BBL CHROMagar Saph
aureus is superior to mannitol salt for detection of Staphylococcus aureus in complex mixed
infections. Am J Clin Pathol 2005; 123: 806-808; UK Standards for Microbiology Investigations
Identification of Pseudomonas species and other Non Glucose Fermenters Bacteriology —
Identification. ID 17. Issue no: 3. Issue date 13.04.15. Page 241
https: //assets.publishing.service.gov.uk/gover nment/
uploads/systemyupl oads/attachment_data/file/422699/ID_17i3.].

Jlnst nosvluenus eeposmuocmu evloenenus S. aureus y NAyueHmos ¢ OPOHXOIKMA3AMU
PEKOMEHOYemesi UCRONb308AMb OOHY U3 CENeKMUBHBIX CPed — MSCO COLEe6Ol a2ap/yHceine3o conesoi
azap unu xpomoeennulii azap 014 S. aureus. B cnyuae evioenenua SCVs penomuna S. aureus cnedyem
UCNONB306aMb  OONOTHUMENbHble  MemoObl  udewmuguxayuu  (IILP, MALDI-TOF macc-
CREeKmpomMempuio).

Crpunune na MRSA nposooums nymem npsimoeo nocesa OuomMamepuanld Ha NiOMHble
numameinvhule cpedbl, ¢ OALbHEUUUM ONPEOeICHUEM YYECMEUMENbHOCMU GblONeHH020 S. aureus K
yeoxcumuny Oucko-0ughQy3uoHHbIM MEMOOOM Ui ROCEEOM 0OPAZYOB HA XPOMOLEHHbLE CPeObl OISt
MRSA.

Hcnonvzosanue cerexmugnvix cped (azap MaxKownxu, acap OHOo, yempumuowuwliii azap c
Yempumuoom) mosicem nomous 6 udenmugpuxayuu P. aeruginosa.

Hoenmudghuxayuro H. influenzae cnedyem npogooums ¢ coomgeemcmeuu ¢ Pexomenoayusmu
«Onpedenenue 4wy6cmeumenIbHOCmu MUKPOOP2AHUIMO8 K AHMUMUKDOOHbLM npenapamamy, 2021 2.,
Memoouueckumu  pexomenoayusimu Oasi  Mukpobuonoeoe «Bvldenenue, udenmupurayus u
onpedenenue yyecmeumenvHocmu Kk aumuduomuxam Haemophilus influenzaey, 2000 2o0a
[Pexomenoayuu «Onpedenenue uyyecmeumenbHOCMU MUKPOOP2AHUSMOE K AHMUMUKDOOHbIM

npenapamamy, 2021 2, https://www.antibiotic.ru/files/321/clrec-dsma2018.; Cmpauynckuii JI.C

(peo.) Memooduueckue pexomenoayuu O MUKpooOUono208 «Bvidenenue, udenmugurayus u
onpedenenue uyscmeumenvhocmu Kk aumubuomuxam Haemophilus influenzaey. KMMAX;
2000;2(2):93-1091].

3nauenue Streptococcus pneumoniae u Moraxella catarrhalis ¢ namonozuu ovixamenvroi
cucmemol y RAYUEHMO8 C GPOHXO0IKMAZAMU.

Ecnu npu 61e60onbHu4HbIX NHEGMOHUSX Y NAYUeHmog 6e3 GpOHX0IKmMA306 Hauboiee Yacmvlmu
amuonoeuveckumu namozenamu sensiomes H. influenzae u S pneumoniae, mo npu 6ponxosxkmasax
NHEBMOKOKKU USPAION MEHEe 8ANCHYIO POlb.
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Bempeuaemocms S pneumoniae y nayuenmog ¢ bponxosxkmasamu Huskas. Hnduyuposanue
unu KonoHuzayus S, PNEUMONiae, Kak npasuio, npoxooawue u CésA3anbl ¢ OCMpoll peCnupamopHol
unexyueii. Onpedenenue yyecmeumensHocmu S. PNEUMONIAE u uHMepnPemayuio KIuHUYecko2o
SHAUEHUs PeKOMEHOYEeM sl NPOEOOUNb MOILKO 6 cryyae maccusrozo pocma (> 108 - 10 KOE/wn).

AHanoeuunvlii. NOOX00 PEKOMEHOYemcss HPUMEHSmb U K HpedCmasumensim nopsoxa
Enterobacterales xomopwie pedko sgnsiomcs  dmMuUoOnOLUNECKUM  AKMOPOM  000CmpeHus
bponxone20uHo20 npoyecca npu OPOHXOIKMA3ZAX, 8 HACMHOCU, Y 63POCTIbIX NAYUEHIO8.

Hecmomps na mo, umo 0na nayuenmog ¢ OpOHXOIKMAZAMU MUKPOOP2AHUIMbL U3 2PYNNbL
Heghepmenmupyrowux epamompuyamenvuvix oaxmeputi (HI'Ob) ne aensiromes 0oMunupyowumu 6
cmpykmype 6030youmenell OAKMEPUATbHBIX OCI0JCHeHUl, cledyem obpawjams GHUMAHUE Npu
svloenenuu credyowux eudos: B. cepacia complex, Achromobacter spp. S. maltophilia, B.gladiali,
Ralstonia spp., Cupriavidus spp., Pandoraea spp., |nquilinus spp.

s nosviuenus seposmnocmu o6Hapysicenus B. cepacia complex 6 pecnupamoprom obpasye
om nayuenma ¢ OPOHXOIKMAZAMU 603MOHCHO UCNONbI0BAHUE CEeKMUBHOU cpedbl 0s B. cepacia
complex (BCSA unu opyeue norumuxcutn cooepacawgue cpeowt). Ha cenexmusnvix cpedax ons
B. cepacia complex moocem Goimo nonyuen pocm opyeux HI'OF (B. gladioli, Ralstonia spp.,
Cupriavidus spp., Pandoraea spp., Inquilinus spp. u op.).

Js ecex baxmepuii B. cepacia complex, udemmugpuyuposannvix @enomunuueckumu
Memooamu Ha Mmecm-cucmemax, HeoOX00UMO Nposecmu NOOMEEPHCOAIOUWYIO UOEHMUPUKAYUIO
memoOoamu moaexynaprou udenmuguxayuu (MALDI-TOF macc-cnexkmpomempuu unu monexynapuo-
2eHeMUYeCcKUMU MemoOamu).

Hoenmudghuxayuro 0o pooa mukpoopeanuzmos, omuocswuxcs k Achromobacter spp.
pexomendyemcsi npogooums (HeHOMunU4eckUMU Memooami Ha KOMMepHecKux mecm-cucmemax.
Buoosyro uoenmugurayuio ciedyem npoeooumsv MONEKYIAPHLIMU MEMOOaMu (C NOMOWbI —
MALDI-ToF macc-cnexmpomempuu unu MonexkyaspHo-2eHemuuecKumu Memooamu).
Hoenmugurayuro S. maltophilia pexomendoyemces nposooums GeHomunuieckumu mMemooamu ¢
UCnOIbL306anUeM KoMMepyeckux mecm-cucmem. Ha cenexmuenvix cpedax ons B. cepacia complex
npu  PYMUHHOM — MUKPODUONOSUYECKOM — UCCIe008aHUU — MOdCem  HAbuooamvcsa — pocm
ovicmpopacmywux  HTM  (haubonee uacmo M.abscessus), umo mpebyem npogederus
udenmuguxayuu moaexkyaspuoimu memooamu (¢ nomowpio MALDI-TOF macc-cnexkmpomempuu unu
MOJNIeKYIAPHO-2eHemuuecKuMy  Memooamu). Jnumenvnocms unkybayuu nepeuuHo2o nocesa
HeobX00UMAa cpoKom He MeHee 7 CYMOK C edHCeOHeBHbIM NPOCMOMPOM U UVHEHUeM BCeX BbIPOCULUX
6udos xononut [Wright RM, Moore JE, Shaw A, Dunbar K, Dodd M, Webb K, et al. Improved cultural
detection of Burkholderia cepacia from sputum in patients with cystic fibrosis. JClinPathol
2001;54:803-5].

16



Hoenmuguxayuss MUKpoopeanuzmos ¢ UCHONb30BAHUEM KOMMEPYECKUX MeCn-CUCmeM,
Modicem nompedo8amsv NPOIOHSUPOBAHHO20 Nepuooa uHKybayuu (0o 48 yacos).
Bce muxpoopeanusmol, gvloeiennble U3 ObIXAMENbHbIX Nymeil Om NayueHmos ¢ GpOHX0IKmMazamu
00ICHbL  ObIMb  UOCHMUPDUYUPOBAHBL KAK MUHUMYM 00 p0o0d, MUKPOOP2SAHU3MbL, UMeloujue
rkaunuqeckoe 3navenue — oo euoa [UK Standards for Microbiology Investigations Identification of
Pseudomonas species and other Non Glucose Fer menters Bacteriology — Identification. ID 17. Issue
no: 3. Issue date: 13.04.15. Page: 2-41 https:.//assets.publishing.service.gov.uk/gover nment/
upl oads/system/upl oads/attachment_data/file/422699/ID_17i3]. B cayuae evidenenus u3z obpasya
MUKPOOP2AHUIMO8,  UOCHMUDUKAYUIO  KOMOPLIX — MEXHUYECKU  HEBO3MOICHO —NpOGecmu 6
aabopamopuu, HeoOX00UMO coXpaneHnue Kyabmypul O0isi ee nociedyrouei peudenmugukayuu ¢
UCNONL308AHUEM MACC-CNEKMPOMempuY Ul MOJeKyIspHO-2enemudeckux memoodos [Manual of
clinical microbiology — 11th edition / editors in chief, JamesH. Jorgensen, MichaelA. Pfaller;
volume editors, KarenC. Carroll [and 4 others]. — 2015 p.774 |. Onpedenenue uyscmeumensrocmu
BbLOCNEHHOU MUKPODIOPbI K AHMUOAKMEPUALLHBIM NPENApamam U UHMepnpemayuio pe3yivmanos
UCCIe008aHUsL HEODXOOUMO NPOBOOUMb 8 COOMBEMCMBUN C AKMYATbHOU 6epcuell peKOMeHOayull no
onpeoeneHuo YyeCmeUmenIbHOCmu MUKpOOP2AHUSMO8 K AHMUOAKMEPUATbHLIM NPenapamam uiu
HOBbIX Gepcutl nocie ux ecmyniienus 6 cuny [Pexomendayuu «Onpedeienue uy6cmeumensHocmu
MUKPOOP2AHUMOB K AHMUMUKPOOHBIM npenapamamy, 2021 2.
https: //mww.antibiotic.ru/files/321/clrec-dsma2021.pdf] .
Bakmepuu, 6vi3vi8aiowue XpOHUUECKYI0 UHGEKYUIO NPU GPOHXOIKMA3AX MO2YM PACMU 6 8UOe CMeCU
KOJOHUANLHBIX MOPHOMUNOE 0OHO20 U MO20 JiCe MUKPOOP2AHU3MA. Jy8cmeumensHOCHb pasnudHblx
Moppomunos 8 npedenax 00HO20 00paA3Ya Modcem 3HAYUMENbHO 6apbuposams. Heobxooumo
onpeodenenie aHMubUOMUKOPE3UCMERMHOCMU Kadic0020 bloerennozo mopghomuna [ UK Sandards
for Microbiology Investigations Identification of Pseudomonas species and other Non Glucose
Fermenters Bacteriology — Identification. ID 17. Issue no: 3. Issue date: 13.04.15. Page: 2-41
https: //assets.publishing.service.gov.uk/gover nment/upl oads/system/upl oads/attachment_data/file/4
22699/ID_17i3.pdf; Pexomenoayuu «Onpedenenue uyecmeumenbHOCMU MUKDOOPSAHUSMOE K
anmumukpobuuim npenapamamy, 2021 2. https://www.antibiotic.ru/files/321/clrec-dsma2021.pdf] .
Onpedenenue uyecmeumenbHOCMU MUNUYHBIX WMAMMOS S. aureus K RpPOMUSBOMUKDOOHbIM
npenapamam modicem Obimb GbINOIHEHO OUCKO-OUDDYIUOHHBIM MEMOOOM, MEMOOOM 2PAOUCHMHOU
oughysuu, ¢ ucCnonb308aHUEM MECM-CUCTEM, OCHOBAHHBIX HA Menooe OnpeoeieHust NO2PaAHUYHbIX
KOHYEHMPayuili Ui Memooamy CeputiHblx pazeedeHuil (onpeoeienue MUHUMATLHOU NOOasAowell
xonyenmpayuu (MIIK)) [Pexomenoayuu «Onpedenenue 4y8CmeumenbHoCmu MUKpOOP2AHU3MO8 K
anmumukpobuuim npenapamamy, 2021 2. hitps://www.antibiotic.ru/files/321/clrec-dsma2021.pdf ].
Onpedenenue yy6cmeumenbHOCIU S.aureus Ko 6Cemy Nepeyunio NepesucieHblx Oisk meCmupo8anus.
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NPOMUBOMUKPOOHBIX NPENnapamos ciedyen nposooums e yawe 2 pas 6 200. Ipu écex nocnedyowux
MUKDOOUONOSUYECKUX UCCIe008AHUAX NpU bloefieHuu S.aureus ciredyem nposoOumsv CKPUHUHZ
pesucmenmuocmu K f-iakmamam Yy  6blOENeHHO20 WMAMMA ¢ NOMOWbLIO Yepokcumuna
[Pexomenoayuu  «Onpedenenue  uyscmeumenbHOCMU MUKPOOP2AHUSMOE K AHMUMUKPOOHBIM
npenapamamy, 2021 2. https://www.antibiotic.ru/files/321/clrec-dsma2021.pdf] .

Jns munuuneix wmammos P.aeruginosa mecmuposanue modcem 6vlmv GbINOIHEHO KAK OUCKO-
OuphysuonuvIM Memooom, MAaxK U ¢ UCNOTb308AHUEM MECM-CUCMeEM, CO30AHHbIX HA OCHO8e
NOCNe008AMENBHbIX PA36e0eHUll KAK 8 8apUaHme NoZpaHUYHbIX KOHYEHMpayul, max u CeputiHbix
passedenuii ¢ onpedenenuem MIIK, a maxoce onpedenenue MITK memooom epaduenma [Marley EF,
Mohla C, Campos JM. 1995. Evaluation of E-Test for determination of antimicrobial MICs for
Pseudomonas aeruginosa isolates from cystic fibrosis patients. J Clin Microbiol 33:3191-3193 ; Di
Bonaventura G, Ricci E, Della Loggia N, Catamo G, Piccolomini R. 1998. Evaluation of the E test
for antimicrobial susceptibility testing of Pseudomonas aeruginosa isolates from patients with long-
term bladder catheterization. J Clin Microbiol 36:824-826].

Onpedenenue uwyscmeumenvHocmu P.aeruginosa ciedyem npogooums 0moeibHO 05l KaicO020
Mopgomuna ¢ ykazamuem npoPuIs  UYECMBUMETbHOCHU N0  KaxcOomy mopgomuny. [na
UHEATAYUOHHBIX (POPM MOOPAMUYUHA HAPAOY C ONpedeNeHueM CMeneHu YyE8CmEUmenIbHOCImU
P.aeruginosa cnedyem onpeoensimo 3nauenue MIIK.

Kommenmapuu:  Hcnamckum — cosemom  no  CmaHoapmusayuu  4y8CMEUmenvHOCmu U
pesucmenmuocmu  k  awmubuomuxam MENSURA (Mese Espanola de Normalizacion de la
Suseptibilitad y Resistencia a los Antimicrobianos) ¢ 2005 200y nepecmompeHvl U YCMAHOGLEHb
bonee GvicoKUe MOUKU OMCeYeHUs ONA UHANAYUOHHBIX (QOpM 68edenus moodpamuyuna npu
onpedenenuu uyecmeumenvHocmu P. aeruginosa mouxku 0ns uyecmeumenvHolx wimammos 128me/n,
35 no cpasnenuio co 3nauenuem <4me/ 015 4y8CMEUMENbHbIX WMAMMOS U >4 Me/1 011 yCMOUYUEbIX
wmammos npu napenmepansvrom esedenuu [Morosini Ml, Garcia-Castillo M, Loza E, Perez-Vazquez
M, Baquero F, Canton R. Breakpoints for predicting Pseudomonas aeruginosa susceptibility to
tobramycinin cystic fibrosis patients: use of highrange Etest strips. J Clin Microbiol 2005; 43: 4480-
4485; Poole K, Sikumar R. 2001. Multidrug efflux in Pseudomonas aeruginosa: components,
mechanisms and clinical significance. Curr Top Med Chem 1:59-71].

Onpeodenenue uyecmeumenbHOCmuy K Koaucmuny npogooumcs memooom MIIK. MIIK koaucmuna
cnedyem Onpeoensmsv MONLKO MemOoOOM Mukpopaszeedenuil 6 Oyivone [PexomenOayuu
«Onpedenenue 4yscmeumenrbHOCIU MUKPOOP2AHUZMO8 K AHMUMUKPOOHbIM npenapamamy, 2021 a.
https://wwwv.antibiotic.ru/files/321/clrec-dsma2021. pdf] .

Cnedyem yuumoleamo, 4mo Kpumepuu OJisi ONPeOeeHusi Kame2oputl akmueHOCmU KOIUCMUHA NO
OMHOWEHUI) K MUKPOOY OCHOBAHbL HA CbIGOPOMOYHOU KOHYEHMPAyuu aumuOaKmepuaibHo2o
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npenapama cucmemno2o oeticmeusi. B ceazu ¢ wupokum npumenenuem uHANSAYUOHHBIX Dopm
npenapama 3mu Kpumepuu mepsiiom ce010 3HAYUMOCb, NOCKONIbKY 8 CIyYae UHSAAYUU TOKALbHbIE
KOHYEeHmMpayuu 0eticmeylowux 6eujecme MHO2OKDANHO NPEGbIUAIOm me, KOmopbie MOJICHO 00CmUib
npu napeHmeparbHoM cnocobe esedeHus. B mo dice epems, Ha ce200HAWHUL OeHb He OnpedeieHbl
xkpumepuu s3navenusi MIIK Onst korucmuna npu un2aisayuonnom e2o npumenenuu. Hcnonvzosanue
Kpumepues, 0CHOBAHHbIX HA CbIEOPOMOYHBIX KOHYCHMPAYUSX, MAKUM 00PA30M, MOJICEN NPUSecmu
K OwubKam unmepnpemayuu pe3yiomamos UcCIe008aHUsl Yy6CMEUMEeIbHOCU MUKPOOP2AHUSMOB
07151 uHeansIYyUOHHBIX hopm anmubuomuxos [(Morosini Ml, Garcia-Castillo M, Loza E, Perez-Vazquez
M, Baquero F, Canton R. Breakpoints for predicting Pseudomonas aeruginosa susceptibility to
tobramycinin cystic fibrosis patients: use of highrange Etest strips. J Clin Microbiol 2005; 43: 4480-
4485; Poole K, Sikumar R. 2001. Multidrug efflux in Pseudomonas aeruginosa: components,
mechanisms and clinical significance. Curr Top Med Chem 1:59-71].

Onpeoenenue uyscmeumenvhocmu B. cepacia complex. Ilo udeonoeuu EUCAST we

npeocmasisiemcs: 803MOICHbIM PEKOMEHO08aNMb onpeodelienue yyscmeumenvHocmu 6axmepuil B.
cepacia complex 0711 6b160pa NPOMUBOMUKPOOHBIX NPENApamos OJisk mepanuu UHGeKyuil, Gb136aHHbIX
npeocmagumensimMu  dmot  epynnwul  Mukpoopeanusmos  [Pexomenoayuu  «Onpedenenue
YYECMBUMENLHOCIIU — MUKPOOPSAHUBMO8 K AHMUMUKpPOOHbIM — npenapamamy, 2021 2.
https://mww.antibiotic.ru/files/321/clrec-dsma2021.pdf]. B cayuae neobxodumocmu onpedenenust
yygcmeumenvhocmu  B.  cepacia complex cnedyem ucnonvzoeamv memoovl u - Kpumepuu,
onpeoenennvie akmyanoHeimu cmaroapmamu CLSI (Clinical and Laboratory Standards Institute,
Hucmumym  knunuveckux u Jnabopamopnuix cmanoapmos) [Pexomendayuu «Onpedenenue
YYECMEUMENbHOCIU — MUKPOOP2AHUBMO8 K AHMUMUKPOOHbIM — npenapamamy, 2021 e
https://mwww.antibiotic.ru/files/321/clrec-dsma2021.pdf] .
Onpeoenenue yyecmeumenvhocmu S. maltophilia. Ilpu onpedenenuu yyecmeumerbHOCMU WMAaMmo8
S maltophilia cnedyem pyxoeodcmeosamvcsa akmyanbHOU gepcueli peKoMeHOAyUll no OnpeoeieHuro
YYECMBUMETbHOCU MUKPOOP2AHUIMO8 K npomusomuxpobneivm npenapamam [Manual of clinical
microbiology — 11th edition / editors in chief, JamesH. Jorgensen, MichaelA. Pfaller; volume
editors, KarenC. Carroll [and 4 others]. — 2015 p.774 ; Hogardt M, Ulrich J, Riehn-Kopp H,
Tummler B. EuroCare quality assessment of diagnostic microbiology of cysticfibrosisisolates. J Clin
Microbiol 2009; 47: 3435-343].

Onpeoenenue yyecmeumenvhocmu Achromobacter spp. B nacmosujee spems He onpeoeneHul
cmandapmol  onpedeieHus  yyscmeumenvHocmu  wmammos — Achromobacter  spp.  Ilpu
Heobxooumocmu onpedenenus wyscmeumenvrocmu A. xylosoxidans cnedyem pyxosoocmeosamucs
DK/D]] (nesudocneyugpuueckumu) noepanuunvimu 3nadvenusmu ons MIIK 6 coomeemcmeuu c
pexomenodayuamu EUCAST nubo coenacno axmyanshoi eepcuu pexomenoayuii [Pexomenoayuu
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«Onpedenenue 4yscmeumenrbHOCU MUKPOOP2AHUZMO8 K AHMUMUKPOOHbIM npenapamamy, 2021 a.
https: //mww.antibiotic.ru/files/321/clrec-dsma2018.pdf] .

B omueme o pezynomame ucciedosanus mamepuaia nayuenma ¢ b3 pexomenoyemces yxazvieamo
Hanuuue MyKOUOHbIX U  HeMyKouomvlx enomunos P. aeruginosa [Pykoeoocmeo no
MUKDOOUONIOSUYECKOU — OUASHOCMUKE — UH@EKYUll  ObIXAMENbHbIX nymel )y  NayueHmos ¢
mykosucyudozom / C. B. Ilonuxapnosa, C. B. JKuauna, O. B. Konopamenko [u op.]. — Teepw, 2019.
—128¢.].

Tpu unmepnpemayuu pe3yibmamog onpeoeieHuss 4yeCmeumerbHOCMy MUKpOOP2AHUIMO8 Cledyent
yKaseleams — cmaoapm U 200 U30aHusi, NO  KOMOPOMY  NPOBOOUNOCH — UCCNe008AHUE
[https://eucast.org/ast_of _bacteria/guidance_documents/ EuropeanCommittee on Antimicrobial
Susceptibility Testing,

Esponeiickuii komumem no onpeoenenuro 4y8CmeUmMenIbHOCmu K anmuMuKpoOHbIM npenapamam,
https://clsi.org/ Clinical and Laboratory Sandards Institute Hucmumym xknunuueckux u
1a60pamopHbIX cManoapmos | .

Ilpu  unmepnpemayuu  pe3yibmamog  OnpeoeieHuss — Yy8CMEUMENIbHOCMU  cledyem
ucnonvzoeams noepanuynsie 3navenuss EUCAST 10.0 ons oyenxu pesyibmama no 0OHOU u3 mpex
Kame2opuil 4y8CmeumenbHOCmu:

Y (9 — Yyscmeumenvbnvlii npu CManOapmHoM pedlcume O003UPOGAHUsL: MUKPOOP2AHUIM
oyenusaemces kak « dygcmeumenvHolll npu CMAHOAPMHOM pedcume 003UPOBAHUsy 8 MOM Clyyae,
eciu ypo8eHb AKMUGHOCMU NPOMUBOMUKPOOHO20 Npenapama CeUudemenibCmeyem o 6blCOKOl
6epOIMHOCIIU D PeKmusHoCmU mepanuy npu CMAHOAPMHOM PedcUMe 003UPOBAHUSL.

V (1) — Yyscmeumenvhulii npu yeenuuenHol SKCRO3UYUL. MUKPOOP2AHUZM OYEHUBAETNCS KAK
«Hyscmeumenvublii. npu  YEEIUUEHHOU IKCRO3UYUU»*, eciu ypoeeHb AKMUBHOCMU Npenapama
ceudemenbcmeyem 0O BbICOKOU 6EPOSIMHOCIU  dhexmusHocmu  mepanuu npu  yeeiudenuu
IKCNO3UYUU  npenapama nymeM KOPPeKYuu pexcuma O003uposanus uau 01azooaps —e2o
KOHYEHmMpayuu 8 04aze UHQexyuu.

P (R) — Pesucmenmmublii: MUKPOOP2AHUIM OYeHUBAemcs Kak « Pesucmenmuwiily npu éblcokoil
6EPOSIMHOCIIU  MEPANESMUYECKOU Heyoauu 0adce npu YEeIUdeHHOU IKCRO3UYuU npenapamd.
*DKCNO3uYLst OMpPadicaem 3a6UCUMOCHb GIUSHUSL RPOMUSOMUKPOOHO20 NPEenapama Ha 6030Y0uUmes
6 ouace uHpexyuu om nymu 68edeHus, 003bl, UHMEPEAId O03UPOBAHUs, NPOOOI’CUMETLHOCTIU
uHy3UU npenapama, a makdice e20 pacnpeoeseHust U nymu 6bl8e0eHUsL.

Kpome smoco, cnedyem ykasvieamv 6 3aKIIOYEHUU, YMO UHMEPHpemayus 3HAYeHull
MUHUMATLHOU — NO0AGIAowell  KOHYyenmpayuu  KaKk — 4y8CMEUmenvHulil  /pe3ucmeHmubiil
0CYWecmeisiemcst Ha OCHOBAHUY KPUmMepues, pacciumanHulX OJisl CblBOPOMOYHBIX KOHYECHMPAayul
npenapama npu e20 GHYMPUGeHHOM 66edenuu. Ilpu Opyeux nymsx npumeHeHus npenapama
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AHANO2UYHOEe — 3HAYeHUe — MUHUMAIbHOU — No0aeusioujell  KOHYeHmpayuu  modcem — Obimb
UHMEPNPEMupOBaHo uHaye.

B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 oxmsabpa 2017 e Ne 804n om «0O6
YMBEPAHCOeHUU HOMEHKAAMYPbl MEOUYUHCKUX YCILY2» GbIULEYNOMIHYMble UCCIe006aHUs 0003HAYEeHbl
KaK: MUKpoouono2uueckoe (Kyibmypaibhoe) UCcied08anue Ciuzu ¢ MUHOWIUH U 3a0Hell CMeHKU
2I0MKU HA a’pobHble U QaKyIbMmamueHo-anaspobHblie MUKPOOP2AHUSMbL, MUKPOOUOIOSULECKOe
(Ky1bmypanvHoe) UCCie008anue MOKpOmbl HA  AdpoOHble U (PaKyIbmamueHo-aHaspooHvie
Mukpoopeanusmul, Mukpobuonocuueckoe (KyibmypaibHoe) UCCied08aHue IA8ANICHON HCUOKOCIU HA
aspobuvie U GakyrbmamueHo-anaspobuvle muxpoopeanusmel, Onpeodenenue 4yeCmMEUMenIbHOCmu
MUKPOOP2AHUIMO8 K NPOMUBOMUKPOOHBIM — XUMUOMEPANEeGMUYECKUM — NPenapamam  OUcKo-
OuQy3uonHoIM  Memooom, Onpedenenue  uy6CMEUMENLHOCIU — MUKPOOP2AHUSMOE K
NPOMUBOMUKPOOHBIM XUMUOMEPANEEMUYECKUM RPEnapamam Memooom 2paouenmuo oudgysuu,
Onpedenenue YY8CMEUMELbHOCU MUKPOOP2AHUIMO8 K NnPOMUBOMUKPOOHBIM
XUMUOMEPANeGMUYECKUM NPenapamam memooom paseeoenutl, Onpeoeienue 4yecmeumenbHoCmu
MUKPOOP2AHUZIMO8 K NPOMUSBOMUKPOOHBIM — XUMUOMEPANeSMU4ecKuM  npenapamam ¢
UCNONL30BAHUEM — ABMOMAMUYECKUX  ananuzamopos,  Onpedenenue  4yECMEUMENbHOCMU
MUKPOOP2AHUIMO8 K NPOMUBOMUKDOOHBIM XUMUOMEPANESMULECKUM NPEenapamam  Memooom
NO2PAHUYHBIX KOHYEHMPAYUIL.

. Ilpy  vHQUOUPOBAHMM  TPAMOTPUIATENFHON  AHTHOMOTHKOPE3HUCTEHTHOH  (IIopoit
PEKOMEHyeTCsl HalpaBiiATh MAlMeHToB ¢ BD Ha Mukpobuonornyeckoe obCiaeIoBaHUE B HEPUOL
NPOBEJEHHS JPAJUKALMOHHOW Teparku — €XKEMECIYHO C LENbl0 OIEHKH 3P(EeKTUBHOCTH
snmumuHanuu Bo3Ooyaureneii;- [Orriols R., Hernando R., Ferrer A. et a. Eradication therapy against
Pseudomonas aeruginosa in non-cystic fibrosis bronchiectasis. Respiration. 2015; 90 (4): 299-305.
DOI: 10.1159/000438490] [Polverino E, Goeminne PC, McDonnell MJ, Aliberti S, Marshall SE,
Loebinger MR, Murris M, Canton R, Torres A, Dimakou K, De Soyza A, Hill AT, Haworth CS,
Vendrell M, Ringshausen FC, Subotic D, Wilson R, Vilar6 J, Stallberg B, Welte T, Rohde G, Blasi
F, Elborn S, Almagro M, Timothy A, Ruddy T, Tonia T, Rigau D, Chalmers JD. European
Respiratory Society guidelinesfor the management of adult bronchiectasis. Eur Respir J. 2017; 50(3).
pii: 1700629.].

YYP-C,YIA-5)

Kommenrapumn: B coomeemcmesuu ¢ Ipuxazom Munzopasa Poccuu 13 okmsops 2017 2 Ne 8041 om
«O6  ymeepoicOeHuu  HOMEHKIAMypbl — MEOUYUHCKUX — YCIYe» — eCMb  HECKOAbKO  YCiye:
MUKpobuono2uieckoe (KyibmypaibHoe) UCCie008anue Ciusu ¢ MUHOAIUH U 3a0Heli CIMEeHKU 210MKU
Ha — adpobnvle U  AKYIbMAMUSHO-AHAIPOOHBIE — MUKPOOP2AHUSMbL, — MUKPOOUONO2UHECKOe
(Kynomypanvhoe) ucciedosanue MOKpOmMbl HA  adpoOHvle U (DaKyIbmamueHO-aHadpoodvie
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MuKkpoopeanuzmel, Muxkpobuonozuueckoe (KyIbmypanrbHoe) Uccied08anue IaeaiCHoU HUOKOCU Ha
aspobHble u paxyIbmamueHo-anaspoouvlie Mukpoopanusmol, OnpedeneHue 4y8CmeumerbHOCmu K
AHMUMUKPOOHBIM NPENAPAMam MUKpOOP2AHUIMOS, 6b10ENEHHbIX U3 OPOHXOANbEEONAPHOU NABANCHOU
acuokocmu, Onpedenenue 4yGCMEUMENbHOCIU K NPOMUBOSPUOKOBLIM npenapamam 2pudos,
BbIOCNIEHHBIX U3 OPOHX0ANLEEONAPHOU NABANCHOU dicuokocmu, . Onpedenenue 4y8CmeUmeabHoCmu K
AHMUbAKmMepuanbHelM NPEenapamam MuKpoopeanu3mMos, 8blOeleHHbIX u3 mMokpomsl, Onpedenenue

uysecmeumeibHocmu K npomueozpuékosz;m npenapamam 2pu608, 8bLOCNICHHBIX U3 MOKpoOmbl.

o HpI/I HaJIMYMHU HENPOU3BOJIBHOI'O OTXapKUBaHHWA Yy MALIUCHTOB CO CTaOUIBHEIM TEUYCHUEM
00JIe3HN PEKOMEHIOBAHO MPOBECHUE €KETOTHOTO UCCIICIOBAHUS TUArHOCTHYECKOTO MaTepHala ¢
uenpio BousiBnenus HTMB [Griffith D.E., Aksamit T., Brown-Elliott B.A. et a. An officia
ATS/IDSA statement: Diagnosis, treatment, and prevention of nontuberculous mycobacterial
diseases. Am. J. Respir. Crit. Care Med. 2007; 175 (4): 367-416. DOI: 10. 1164/rccm.200604-
571ST.].
KOMMeHTapHﬂ: BbINOJIHAEMC S MUKPOCKONUSL C YEJIbIO 6blAGIEHUA KMC/10mOyCm0ﬁVu6le 6meepm?
(Mukpockonuueckoe uccnedosanue mokpomsl Ha Mmukobaxmepuu (Mycobacterium spp.) u
Kynvmypanvroe uccredoganue (Muxpobuonosuueckoe (KyiomypanvbHoe) ucciedosanie MOKpomol Ha
aspobHvie U DAKYILMAMUBHO-AHAIPOOHBIE — MuKpoopearusmvl,  Mukpobuonocuueckoe
(KyIbmypanvHoe) Ucciledosanue JA8aANCHOU HCUOKOCMU HA  adpOOHble U (DaKyIbmamueHo-
anaspobuvie Mukpoopzanusmot)); ons eviasnenus HTME yenecoobpasno ucnonv3oeame MoKpomy
unu opyeue pecnupamoprule o6pazyvt (bAJI)
2.3.2 Tecmpt 0151 ycmanosieHus ImMuoa02uu OpoOHX0IKmMa3zoe/0udghepenyuanbHoil OuazHocmuxku
2.3.2.1 HmmyHnonozuueckue uccineooeanus
. Bcem nanmeHTaM ¢ OpOHXO03KTa3aMH PEKOMEHAYETCS MPOBEACHHE HCCIEAOBAHUS ypPOBHS
nmMmyHornobynuHoB A, M, G, E ¢ nensio gudpdepeHunanbHOi ANATHOCTHKH C MEPBHYHBIMU
ummyHoneduumTHeIME coctosiausimu [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell
L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, 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; Polverino E, Goeminne PC, McDonnell MJ, Aliberti S, Marshall SE,
Loebinger MR, Murris M, Cantén R, Torres A, Dimakou K, De Soyza A, Hill AT, Haworth CS,
Vendrell M, Ringshausen FC, Subotic D, Wilson R, Vilar6 J, Stallberg B, Welte T, Rohde G, Blasi
F, Elborn S, Almagro M, Timothy A, Ruddy T, Tonia T, Rigau D, Chamers JD. European
Respiratory Society guidelines for the management of adult bronchiectasis. Eur Respir J. 2017 Sep
9;50(3):1700629].
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YYP-C, Y1 -5)

menenmapmi: Hauuenma/w ¢ uouonamuyecKumu 6p0onal<ma3aMu 6 couemaHuu c
PEYUOUBUPYIOWUMY  UHPEKYUOHHBIMU  3A00NI6AHUAMU, PE3UCTNEHMHbLIMU K  AHMUMUKDOOHOU
mepanuu HeoOX00UMO nposecmu CKpUHUHeco60€e uccnedosanie OCHOBHbIX Knaccoe
UMMYHO2IOOYIUHOG OISl UCKTIOUEHUS/NOOMEEPAHCOCHUE UMMYHOOepuyumuoeo cocmosanus. Ecau
ecmb Opyeue NPU3HaKu UMMYHOOeDUYUMHO20 COCMOANUS (namoo2uiecKkas tumgonponupepayus,
CnjieHomeeanus, yYumonenuu, OsHmeponamus u 0])) peKOMeH@OSaHa KOHCYlbmayus epada-
annepeonoza-ummynonoza. Ilo pesyromamam KIUHUYECKOU OYeHKU Onpedensiemcs HeoOXooumulil
0bvem 06cnedosanus  (CO2NACHO — KAUHUYECKUM —PEKOMEHOAUUsIM NO  UMMYHOOeUYUMHbIM
cocmosnusm). [Aliberti S, Amati F, Gramegna A, Vigone B, Oriano M, Sotgiu G, Mantero M,
Smonetta E, Saderi L, Sainer A, Tammaro S, Marchisio P, Polverino E, Chalmers JD, Blas F.
Comparison of different sets of immunological tests to identify treatable immunodeficiencies in adult
bronchiectasis patients. ERJ Open Res. 2022 Mar 28;8(1):00388-2021, 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]

e PckoMeHI0BaHO mpoBefcHue TectoB Ha Hannuue BUY - uapekuun (OmpenencHue aHTHTEN
kiaccoB M, G (IgM, 1gG) k Bupycy ummynozeduiura denoseka BUU-1 (Human immunodeficiency
virusHIV 1) B kpoBu, Onpenencuue auturen kiaaccoB M, G (IgM, I1gG) k Bupycy ummyHoaeduura
yenoBeka BIY-2 (Human immunodeficiency virus HIV 2) B kpoBn) npu mogo3peHNN Ha BO3MOXXHYIO
ATHOJIOTHYECKYIO POJIb y MAlHEHTOB (KaK B3POCIBIX, TAK W JETeil) ¢ OPOHXOIKTa3aMH C LEIbIO
UCKITIOYeHus/TIoNTBEpsKIeHusT janHoro coctostuuss [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; Chalmers JD, Chang AB, Chotirmall SH, Dhar R,
McShane PJ. Bronchiectasis. Nat Rev Dis Primers. 2018 Nov 15;4(1):45. doi: 10.1038/s41572-018-
0042-3. PMID: 3044295].

YYP-C, YA -5)

2.3.2.2 /labopamopnsie mecmul 015 OughghepenyuanbHol OuazHoCmMuKu ¢ KUCHO3HbIM Quopo3om

(myKkoeucyuoozom)
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U PexomennoBaHO BceM mareHTaM ¢ b2 mpoBoauTh MOTOBYIO POOY (IIOTOBBIH TECT) € LENIBIO
uckmovyenus MB [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A,
Chamers JD, Hill AT, Karadag B, MidullaF, 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; Castellani C, Simmonds NJ. Identifying undiagnosed cystic fibrosisin adultswith
bronchiectasis. In: Chalmers JD, Polverino E, Aliberti S, eds. Bronchiectasis (ERS Monograph).

Sheffield, European Respiratory Society, 2018; pp. 29-44
[https://doi.org/10.1183/2312508X.10015317].
(YYP-C, YIJ -5)

Kommenrapuu: B ciyuae noiojicumenbho20 pesyibmama nonogo2o mecma uiu npu ROZPaAHUYHOM
€20 pesyibmame NPOBOOUMCS. MOLEKYIAPHO-2CHEMUYECKOe UCCIe008aHUe 2eHA MYKOGUCYUO03a
(CFTR (Moaexynsapno - cenemuueckoe uccredosanue mymayuii 6 2ene CFTR 6 kposu).

Monexynapno-eenemuueckoe uccneooganue 6 cene CFTR 6 xposu nposodumcsi y nayuenmos c
OMPUYAMENLHBIM PE3VIbMAMOM NOMOGOL NPOOLL U CUMAMOMAMU, VKA3bIGAIOWUMY HA BbICOKYIO
sepossmuocms MB: nanuuuy marbabcopoyuu, nu30008 JCUPHO20 CMYIA, nepcucmenyuu S. aureus
(Monexynapro-6uonocuueckoe Uccie008anue MOKpomuvl (UHOYYUPOBAHHOU MOKPOmbI, papureo-
mpaxeanvhvlx acnupamog) na Staphylococcus aureus) w/unu P. aeruginosa ¢ moxpome
(Monexynapno-ouonocuueckoe UCCIe008aHue  OPOHXOANLEEONAPHOU  JABAICHOL  HCUOKOCMU,
MOKpombl, s3Hdompaxeaibho2o acnupama na Pseudomonas aeruginosa) [KP «Kucmo3snouil ¢pubpos

(myKkosucyudos)» https.//cr.minzdrav.gov.ru/recomend/372 2?ysclid=Igbxm8intt42778912].

MB 6 nocneonee gpems 6ce uauje OuasHoCmupyemcs 8 6oiee no30HeM 03PAcme, NPUYEM y MHOSUX
nayuenmoe OUACHO3 CMABUMCA HA mpembvem u uemeepmom oecamuiemusx IHCU3HU, A Y HEKOMOPbIX
oaoice noszaxce [McCloskey M, Redmond AOB, Hill B, et a. Clinical features associated with a
delayed diagnosisin CF. Ir J Med Sci 2000; 67: 402-407; King PT, Freezer NJ, Holmes PW, et al.
Role of CFTR mutations in adult bronchiectasis. Thorax 2004; 59: 357-358.; Hubert D, Fajac |,
Bienvenu T, et al. Diagnosis of cystic fibrosis in adults with diffuse bronchiectasis. J Cyst Fibros
2004; 3: 15-22.; Gilljam M, EllisL, Corey M, et a. Clinical manifestations of cystic fibrosis among
patients with diagnosis in adulthood. Chest 2004; 126: 1215-1224; Paranjape SM, Zeitlin PL.
Atypica cystic fibrosis and CFTR-related disease. Clin Rev Allergy Immunol 2008; 35: 116-123;
Knowles MR, Durac PR. What is cystic fibrosis. N Engl JMed 2002; 347: 439-442]. Yuumwisas smo,
6CeM 63POCIHbIM C BblAGIEeHHbIMU 6p0Hx03Kma3aM14 U 6EpOAMHbIMU CUMNMOMAMU MB maxoce
oondicen Ovimob nposeden nomoswiti mecm [Castellani C, Smmonds NJ. Identifying undiagnosed
cystic fibrosis in adults with bronchiectasis. In: Chalmers JD, Polverino E, Aliberti S eds.
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Bronchiectasis (ERS Monograph). Sheffield, European Respiratory Society, 2018; pp. 29-44
[https://doi.org/10.1183/2312508X.10015317].

2.3.2.3 Jlabopamopusie mecmur onsa ouaznocmuxu/oudppepenyuansvruoi ouaznocmuxu ABJIA

. Pekomenpyercst BceM mnanuentam ¢ BD u Bbicokum ypoBHeM IQE paccmotpers Bompoc o
MPOBEICHNH JTabOPAaTOPHBIX HCCICIOBAHUN HA aIEPrHYecKhil OPOHXONETrOYHBIA acleprues
(Ompenenenne amturen Kk rpubam poma acmepruisl (Aspergillus spp.) B KpoBH ) C ILENbiO
UCKJIIOYEHHs1 TaHHoro 3abonesanus [http://www.uptodate.com, Pasteur MC, Bilton D, Hill AT;
British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-
5Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill
AT, Karadag B, Midulla F, McCalum 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, Floto and
C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011. P.32-43].

YYP-C, YA -5)

Kommenrapuii: Anrepeuueckuii 6ponxonecounviii acnepeunnes (AbJIA) cnedyem nodospesamv y
nayuenmos ¢ OUuacHOCMUPOBAHHOU panee OGPOHXUALLHOU ACMMOL, MOPNUOHOU K mepanuu
OPOHXONUMUKAMU, U CONPOBONCOAIOWETCS, KAK NPABUNO0, NPOOYKIMUGHBIM KAULLEM C OMXO0HCOCHUEM
MOKPOMbL CAUBUCHO — CHOUHO20 Xapakmepa. B mokpome mooicno o6uapyscums cauzucmeole npooKu.
Ipu nocese moxkpomsl 603modicha udenmupurayus 2pubos pooa Aspergillus. KT zpyonoii knemxu
6bIsL6I51eM GPOHXOIKMA3bL NePUPDEPUHECKUX U YCHMPATbHBIX ObIXAMENbHbIX NYMell, YO HeOObIYHO
0I5l NAYUEHMO8 ¢ OPOHXOIKMAZAMU, BbI3GAHHLIMU Opyeumu 3abonesanusimu. Hmmynonozuueckoi
Xapakmepucmukol GpOHX01e204H020 ACNEPIUNe3A S6ILeMCs I03UHOPUIUSL 8 nepudepuieckoll Kposu
u ouens gvlcokull yposers |gE.

Ipu noodospenuu na 6pOHXONE20UHbIN achepeuie3 NPOBOOUMCs Ucciedosanue yposens oowezo |gE,
cneyuguueckux 1gE u 1gG x Aspergillus fumigatus (Ompenenenue antuten K rpubam poja
acrieprisuibl (Aspergillus spp.) B KpoBH). B kauecmege aiibmepHamugbl 603MOICHO NPOGEOeHUe
KodicHo2o mecmupoganusi ¢ anmueenom Aspergillus fumigatus [European Respiratory Society

guidelines for the management of adult bronchiectasis Eva Polverino, Pieter C. Goeminne, Melissa

J. McDonnell, Stefano Aliberti, Sara E. Marshall, Michael
R. Loebinger, Marlene Murris, Rafael Canton, Antoni Torres, Katerina Dimakou, Anthony De
Soyza, Adam T. Hill, Charles S. Haworth, Montserrat Vendrell, Felix

C. Ringshausen, Dragan Subotic, Robert Wilson, Jordi Vilar6, Bjorn Stallberg, Tobias Welte, Gern
ot Rohde, Francesco Blasi, Stuart Elborn, Marta Almagro, Alan Timothy, Thomas Ruddy, Thomy T
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onia, David Rigau, James D. Chalmers European Respiratory
Journal 2017 50: 1700629; DOI: 10.1183/13993003.00629-2017]/

2.3.2.4 Jlabopamopnsie mecmor 0ns ougppepenyuansvruoii ouaznocmuku ¢ oeuyumom al —
aHmumpuncuna

. IMarmentaM ¢ GPOHXO9KTa3aMH HE PEKOMEHIYeTCsS PYyTHHHOE HCCIIeJOBaHNE Ha BHISBICHHE
neburmra o1 —antutpuncuHa (Kommiekc HCCIenoBaHMH IS JUArHOCTHUKH HEZOCTATOYHOCTH
anbpal antutpuncura) npu orcyrerBur KT- mpusHakoB GasanbHO# smbu3eMbl (KOMIBIOTEpHAS
Tomorpadus opraHos rpyanoi nonoctu) [Eva Polverino, Pieter C. Goeminne, MelissaJ. McDonnell
et a European Respiratory Journal 2017 50: 1700629; DOI: 10.1183/13993003.00629-2017;
ChamersJD, Chang AB, Chotirmall SH, Dhar R, McShane PJ. Bronchiectasis. Nat Rev Dis Primers.
2018 Nov 15;4(1):45. doi: 10.1038/s41572-018-0042-3. PMID: 30442957; Pasteur MC, Bilton D,
Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65
Suppl 1:i1-5].

YYP-C, VIO -5).

2.3.2.5 Monaexynapno-2enemuyeckue mecmol

. PexoMeH0BaHO PacCMOTPETh MPOBEACHNE MOJEKYISPHO-TE€HETHIECKOTO TECTUPOBAHUS C
LeTIBbI0 MCKITFOYCHHS/TIOATBEP K ACHHs dTHOoI0rHu B!

0 Ilpu nmomo3peHHH Ha MYKOBHCLIMJO3 COTJIACHO aJTrOPUTMY B KIMHHYECKHX PEKOMEHIALMSIX
no MB [cornacio Kimanueckum pexomergaiusm «Kuctosusiit ¢puopo3 (MyKOBHCIHIO03)»
2021 rox. https://cr.minzdrav.gov.ru/recomend/372 2?ysclid=lgbxm8intt42778912]

0 [Ilpu BeIBIeHMM BD mpm Hamuuum ApYrHX MPH3HAKOB MMMYHOAE(GHIMTHOTO COCTOSHHS
(corylacHO COOTBETCTBYIOIIMM KIMHHYECKMM DPEKOMEHIALMAM) JUISL YTOYHEHHs (HOPMBI
HepBHYHOrO HMMyHoAeuuura [https://cr.minzdrav.gov.ru/schemal/735_1]

0 Ilpu nomo3peHHMH Ha MEPBHYHYIO IHIMAPHYIO NUCKHHE3MIO - PAacCCMOTPETH IMIPOBEICHHUE
MOJTHOTO CEKBEHHPOBAHHMS 3K30Ma B CBSI3U C TEM, UTO 3a00JIeBaHHE CBSA3aHO C 45 reHamu u

oTcyTcTByeT nHpopMaluu 00 ux yacrore B PD.

2.4 IHCTpYMEHTAJIBHBIE IMarHOCTHYECKHE UCCIIET0BAHMS
. BceM maiuentaM ¢ Mojo3peHUEM Ha Haaudue BD, a Takke, NPU HAJIMYMK [OKA3aHUH, C
YCTAHOBJICHHBIM JIHATHO30M PEKOMEHJIYeTCsl IpoBelieHue Komibtorepuoi Tomorpaduu (KT)
OpraHoB TPYIHOM MOJOCTH (BBICOKOIO pa3spelIeHHs) JUATHOCTHYECKOH IENbI0, 8 TAKKE C LENbIO
OLICHKH COCTOSIHMSI OpOHXHAaNIbHOTO jaepeBa B auHamuke. [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
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Respiratory Society guidelines for the management of children and adolescents with bronchiectasis.
Eur Respir J. 2021 Aug 26;58(2):2002990; Chalmers JD, Chang AB, Chotirmall SH, Dhar R,
McShane PJ. Bronchiectasis. Nat Rev Dis Primers. 2018 Nov 15;4(1):45. doi: 10.1038/s41572-018-
0042-3. PMID: 3044295; European Respiratory Society guidelines for the management of adult
bronchiectass EvaPolverino, Pieter C. Goeminne, Melissa J. McDonnell, Stefano Aliberti, Sara
E. Marshall, Michael R. Loebinger et a European Respiratory
Journal 2017 50: 1700629; DOI: 10.1183/13993003.00629-2017 4,5,7].

(YYP-C, Y1 -5)

Kommenrapuii: Kownsromepuas momozpagusi 6blcokoeo paspeuieHuss CnocoOHA 6blasUms 6ce
CMPYKMYpHbIE  UBMEHeHUsl NE204YHOU  NAPEHXUMbl, NEPecmpolKy  coCyOUCmo-OpOHXUANbHOU
apxXumeKmoHUKu, Ooyenumsb CoOCmosiHue NE20YHOU MKAHU BOKPY2 USMEHEHHbIX 6p0one.

KT ssnsemcs sedywum memooom 6 oyenxe nanuyus b3, sviaensasn pacwupenue npoceema 6ponxos,
xXapakmepusyemoe Haiuduem bosee yem 001020 U3 czzedy;ou;ux NPpU3HAKO8.

1) obponxo-cocyoucmoe coomuouwienue >1-1,5 y espocavix, >0,8 y Oemeil (coomHoueHue
GHYMpPpEHHe20 npoceema ObIXAMENbHbIX nymeli no OmMHOWEHUIO K coomeemcmeyrouwum  um
npoceemam ne2ounvlx apmepuii) (cumnmom «nepcmusny uau «xoavya ¢ kamuem») [Chang AB,
Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chamers JD, Hill AT, Karadag
B, MidullaF, 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].

2) omcymcmaue nocmenenHo2o yMeHbuleHus: ouamempa 6poHxo8 no HanpaeieHuio Kk nepugepuu
3) suoumocms npoceenog bpoHxos6 Ha paccmoanuu <I cm om niegpuvl (6 HOpme MeaKue OPOHXU He
BUOHDBL HA paccmosnuu menee 1-2 cm om nieepul).
Taxkoice na BO rkoceenno ykazvlearom:
1) ymomwyenue unu HepogHocms CMeHOK 6pOHX08
2) 3a0epoicka causu 8 OpoHxax (mykoyene)
3) «mozauunas nep@y3uay/«6030yuwiHas n08yuikay, euoumvie Ha KT-uccnedosanuu 6o epems
6b100X.

British Thoracic Society  Guideline for bronchiectasis in adults. Thorax 2019;74:1-69

http://dx.doi.org/10.1136/thoraxjnl-2018-212463

Jesoe nézxoe npu B3 nopasicaemces ¢ 1,5-2 paza uawe npasozo, Ho noumu y mpemu HAYUeHmos
namonozuveckuii npoyecc sengemcs 08ycmopouHum. OObluHO 6 namonocudecKuil. npoyecc
sosnexaromes 06e 00au 1ézkoco. Haubonee uacmasn nokanuzayus usmereruil - 6a3anvHvle ce2MeHmbl

HUMNCHUX 00/1612, 0cobeHHO ciesa, cpeamm 00J151 U SI3bIYKOBbLE CE2MEHNbL.
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Ha axcuanvnvix cpesax BD o6viuno aokanuzyiomes 6 yewmpe J1€204HbIX NOAEl, UCKIIOYEeHUs.
cocmasnsirom amenexmamuyeckue BD, npu komopeix 6e36030yuinas 00Jisi CMEWeHAa U NPULedcunm K
cpedocmenuio.  H3zo0padicenue Oponxa 6 npoOONbHOM ceuenuu npeocmagisem codoi 06e
napaienbHble TUHUU, MeNcOy KOMOPLIMU PACNONA2ACMCsl NOLOCKA 8030YXd, 6 NONEPEUHOM Ce4eHUU

makou OpoHx umeen KoIbyegUOHYIO Popmy

Coenacrno  pexomendayusm  Bpumanckozo — pecnupamopnozo — obwecmea  UHAYATLHBLE
BUBYATUUPYIOUUE UCCTEO0BAHUSL OOJIICHBL NPOBOOUMbBCSL 8 CMADUILHOTU haze 3a00ae6anst, NHOMoMy
umo  u300padicenus, NOIYUEHHble 6 JMO  @peMs, SGNAOMCSL  ONMUMATbHLIMU — KAK OISl
ouaznocmu4eckux yeuetl, max u 0s nociedyloweli cpasnumensvrot oyenxu. [ Anna Dzieza-Grudnik,
Filip Meza [uacnocmuueckas maxmuxa npu 6ponxosxkmaszax. Ilpakmuueckue acnexkmol
pexomendayuti British Thoracic Society 2019, 2020],

Ilposedenue nosmopHoli  KOMNbIOMEPHOU — MOMO2pAPUU  BLICOKO2O — pa3peuieHusi  OOIIHCHO
pacemapmueamucs, eciu amozo mpebyem kaunudeckas cumyayus [Pasteur MC, Bilton D, Hill AT;
British Thoracic Society Bronchiectasis non-CF Guideline Group. British Thoracic Society guideline
for non-CF bronchiectasis. Thorax. 2010 Jul;65 Suppl 1:i1-58. doi: 10.1136/thx.2010.136119. PMID:
20627931, Ullmann N, Porcaro F, Petreschi F, Cammerata M, Allegorico A, Negro V, Cutrera R.
Noncystic fibrosis bronchiectasis in children and adolescents: Follow-up over a decade. Pediatr
Pulmonol. 2021 Sep;56(9):3026-3034. doi: 10.1002/ppul .25553]

B cnyuae ummynooeuyuma zymopanvnozo 36ena noemopnoe npogederue KTBP modcem
nompe6o8amvcsi Olisk OUASHOCMUKU 6ecCUMnmMoMHo20 npocpeccuposanus B3I [Pasteur MC, Bilton
D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. British Thoracic
Society guideline for non-CF bronchiectasis. Thorax. 2010 Jul;65 Suppl 1:i1-58. doi:
10.1136/thx.2010.136119. PMID: 20627931].

Tunwvt B3 npu nposeoenuu KT yxazanvt 6 npunoscenuu A 3

Tomumo KT opraHoB IpyIHOI MOJIOCTH, 8 NOCAEOHee 6PeMsi NOABUNUC OAHHbIE O OOCHAMOYHO
8bICOKOU  UHpopmamugHocmu 6  OuacHocmuxe bBD  MaeHUMHO-PE30OHAHCHOU — momozpaduu
(MaruutHo-pe3oHancHast Tomorpadust jerkux). [Pakzad A, Jacob J. Radiology of Bronchiectass.
Clin Chest Med. 2022 Mar;43(1):47-60. doi: 10.1016/j.ccm.2021.11.004]

Omnpenesienne g_)VHKIlI/Il(I BHCHIHEI'O JIbIXaHUSA

. PexomennoBano uccienoBanue ¢pyHkuun BHerHero qeixanus (FEV 1, FVC, PEF 25-75) y Bcex
Jereit crapiie 5 JIeT ¢ MOAO3PEHUEM WM HaiauuueM BD it onpeneneHus QpyHKIMM JETKHX U ce

nuHamugeckoro koutposst. [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J,
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Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, 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, YA -5)

. PexomenoBano uccienoBanue Gynkuuu Baemnero apixanus (O®B1, ®XKEJ, MOC 25-75)
Yy BCE€X B3POCIBIX C MOTO3PEHUEM WJIN HAJIUYUEM BD JJIA ONIPEACIICHUS beHKLII/II/I JIETKHUX U €€
IrHamuueckoro koutpods [Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis
non-CF Guideline Group. British Thoracic Society guideline for non-CF bronchiectasis. Thorax.
2010 Jul;65 Suppl 1:i1-58. doi: 10.1136/thx.2010.136119. PMID: 20627931].

YYP-C, Y1 -5)

Kommentapuu: Cnupomempus (ucciedosanue Hecnpo8oyupoBaHHbIX ObIXAMENbHBIX 00beMO08 U
NOMOK08, Npu HeobXo0uUMocmy — OONOJTHUMENbHO UCCLe008aHUe ObIXAMeNbHbIX 00beMo8 ¢
npUMeHeHueM JNeKapCMEEeHHbIX HNPenapamos) npoeooOUmMcs Npu Kadcoom HIAHOBOM OCMOmpe
nayuenma (8 cpednem, kadxcovie 3-6 mecsiyes) [ 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, ToniaT, 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] -

Kauecmeennoe npoeedenue cnupomempuu 603MOIHCHO Y oemeii ¢ 5-6 Jlem, eciu nayuenm moxcem
CO3HAMENbHO B6bINOJIHUMb MAHEBD (j)opcuposam—tozo 6bl()0xa,' ()uaznocmultecmm YEeHHocmb
uccnedosanus y oemeii mnaoue 5 iem nuoice [Chang AB, Bush A, Grimwood K. Bronchiectasis in
children: Diagnosis and Treatment. Lancet 2018; 392: 866-879; ERS. Bronchiectasis. The European
Lung White Book 2014; 15: 176-183; Prentice BJ, Wales S, Doumit M, et a. Children with
bronchiectasis have poorer lung function than those with cystic fibrosis and do not receive the same
standard of care. Pediatr Pulmonol, 2019; 54: 1921-1926; Kapur N, Masters IB, Chang AB.
Longitudinal growth and lung function in pediatric non-CF bronchiectasis - what influences lung
function stability? Chest 2010; 138: 158-164; Maglione M, Bush A, Montella S, et al. Progression
of lung diseasein primary ciliary dyskinesia: is spirometry less accurate than CT? Pediatr Pulmonol
2012; 47: 498-504; Magnin ML, Cros P, Beydon N, et al. Longitudinal lung function and structural
changes in children with primary ciliary dyskinesia. Pediatr Pulmonol 2012; 47: 816-825.].
Cnupomempusi no360Jis1em KOC6eHHO oyenums Jezounvie 0owvemsl [Prentice BJ, Wales S, Doumit M,
et a. Children with bronchiectasis have poorer lung function than those with cystic fibrosis and do
not receive the same standard of care. Pediatr Pulmonol, 2019; 54: 1921-1926]; no noxaszanusim
603ModicHA  boslee  mouHas OYeHKa cmamuldeckux JecouHblx 0bvemos u 6p0quaﬂbnoeo

29



conpomugnenusi ¢ nomowio 6Goounremusmoepaguu[Gao YH, Abo LH, Finch S, et a. The
relationship between symptoms, exacerbations and treatment response in bronchiectasis. Am J Respir
Crit Care Med 2020; 201: 1499-1507; Maglione M, Bush A, Montella S, et al. Progression of lung
disease in primary ciliary dyskinesia: is spirometry |ess accurate than CT? Pediatr Pulmonol 2012;
47: 498-504; Magnin ML, Cros P, Beydon N, et al. Longitudinal lung function and structural changes
in children with primary ciliary dyskinesia. Pediatr Pulmonol 2012; 47: 816-825; Munoz G, de Gracia
J., Buxo M, et a. Long-term benefits of airway clearance in bronchiectasis: a randomised placebo-
controlled trial. Eur Respir J2018; 51: 1701926; Indinnimeo L, Tancredi G, Barreto M, et a. Effects
of a program of hospital-supervised chest physical therapy on lung function tests in children with
chronic respiratory disease: 1-year follow-up. Int J Immunopathol Pharmacol 2007; 20: 841-845;
Beckeringh NI, Rutjes NW, van SJ, et al. Noncystic Fibrosis Bronchiectasis: Evaluation of an
Extensive Diagnostic Protocol in Determining Pediatric Lung Disease Etiology. Pediatr Allergy
Immunol Pulmonol 2019; 32: 155-162; Navaratnam V, Forrester DL, Eg KP, et al. Paediatric and
Adult Bronchiectasis: Cross Infection, monitoring, role of multi-disciplinary teams and self-
management plans. Respirology 2019; 24: 115-126; Emiralioglu N, Dogru D, Yalcin S, et a. Impact
of Surgery on Growth, Pulmonary Functions, and Acute Pulmonary Exacerbations in Children with
Non-Cystic Fibrosis Bronchiectasis. Thorac Cardiovasc Surg 2019; 67: 58-66 ].
Haubonee wacmo Y nayuenmoes ¢ 6p0Hx03Kma3aMu 6blA6JIAIIOm 06CW!pmeu8th€ uiu covemarue
066mpmeu6Hblx u pecmpuxkmueHblx HapyweHuﬁ 6eHmMuIAYuU (6 3asucumocmu om obvema u
Xapakmepa nopadicenus 6ponxuansrozo depesa) [Polverino E, Goeminne PC, McDonnell MJ, et al.
European Respiratory society guidelines for the management of adult bronchiectasis. Eur Respir J
2017; 50: pii: 1700629; Chalmers JD, Chang AB, Chotirmall SH, et al. Bronchiectasis. Nature Rev
Dis Primers 2018; 4: 45. 35. Bastardo CM, Sonnappa S, Stanojevic S, et al. Non-cystic fibrosis
bronchiectasis in childhood: longitudinal growth and lung function. Thorax 2009; 64: 246-251;
Shapiro AJ, Zariwala MA, Ferkol T, et al. Diagnosis, monitoring, and treatment of primary ciliary
dyskinesia: PCD foundation consensus recommendations based on state of the art review. Pediatr
Pulmonol 2016; 51: 115-132; . P.J. Mogayzel, E.T. Naureckas, K.A. Robinson Cystic Fibrosis
Pulmonary Guidelines. Am. J. Respir. Crit. Care Med. 2013; 187: 680-689; De Boeck K, Wilschanski
M, Castellani C,Taylor C , Cuppens H, Dodge J, Sinaasappel M. Cystic fibrosis: terminology and
diagnostic algorithms. Thorax. 2006;61:627-635; Kapnadak SG, Dimango E, Hadjiliadis D,
Hempstead SE, Tdlarico E, Pilewski JM, Faro A,Albright J, Benden C, Blair S, Dellon EP,
Gochenour D, Michelson P, Moshiree B, Neuringer |, Riedy C, Schindler T, Singer LG, Young D,
Vignola L, Zukosky J, Simon RH. Cystic Fibrosis Foundation consensus guidelines for the care of
individuals with advanced cystic fibrosis lung disease. J Cyst Fibros. 2020 Feb 27. pii: S1569-
1993(20)30064-3. doi:0.1016/j.jcf.2020.02.015.]. Hannvle  ucciedoeanus npoeooOsImcs 6
30



coomeemcmeuu ¢ Ilpuxazom Munsopasa Poccuu 13 oxmaops 2017 2 Ne 8041 om «O6 ymeeporcoeHuu
HOMEHKIAMYPbl MEOUYUHCKUX YCILy2»: UCCIe008aHUe HECHPOBOYUPOBAHHBIX ObIXAMENbHbIX 00beMO08
U NOMOKOB, UCCIe006aHUe ObIXaMeNbHbIX 00beMO08 C NPUMEHEeHUeM NeKaPCMBEHHbIX NPenapamos,
boounremuzmozpapusi.

Boounnemusmoepaghuro  cnedyem npogodume no noKazamusim, npu nOOO3PEHUU HA HATUYUE
PECMPUKMUBHBIX HADYUEHUIL.

boounaremusmoepaghua noseonsiem ucciedosamv cmpykmypy obweii emxocmu neekux (OEJI) u
bponxuanvroe conpomusienue (Raw), mo ecmv daem 803MOAICHOCHL OnpedeNams me napamempel,
Komopble Helb3s OYYUmb npu npogederuu cnupomempuu. Ipu npoeedenuu 600uniemusmozpagpuu
noayyatom cieoyiowue napamempul. BI'O (snympuepyonoii o0vem), HCUHeHHYI0 eMKOCHb Ne2KUX
(PKEJI), pesepenviii o6vem eviooxa (POsblo), ovixamenvnuiil obvem ([O), pezepsnuiii 06vem 80oxa
(POs0), emrxocms 6doxa (E6d), Raw. Ilymem sviuucnenus nonyyarom makue napamemput kax OEJI,
ocmamounviii. 06vem aeekux (OOJI) u eco odomio 6 OEJL VYmenvwenue OEJI noszeonsem
OUAZHOCMUPOBAMb PeCMPUKMUGHBLI Mun Hapyuienus ne2ounou eenmuaayuu. Yeenuuenue OOJI u
e20 0onu 6 odwjeli eMKOCmU JIeeKUxX npu HAauyuu oocmpykyuu 6030yxXoHocHvix nymeti (BII)
yKasvleaem Ha Hauudue 8030yuHblx noeyutex. Yeenuuenue BI'O npu nanuuue obcmpyxyuu BIT
no3goJisem OuacHOCMUpPO8ams 2unepun@rayuio aeekux. Takum obpazom, 6oouniemuzmozpapus
AGNACMCS BANCHBIM OONOTHEHUEM K CRUPOMEMPUYU U PEHM2EHOBCKUM Memooam UCCIe008aHUs], Ymo
noszgonsem 0Oonee 00BLEKMUBHO OYEHUBAMb QYHKYUOHANbHOE COCMOSAHUE JIe2KUx, nomozaem
nposooums oughgepeHyuanvHyo OUAeHOCMUKY U KOHMPOIUPOSamy medeHue 3a001e6aHUsL.

(YYP-C, VI - 5)

WMmynscHas ~ OCHMIIOMETPUSt -  HEHHBA3WBHBIA ~ METOA  ONpENENeHHs  ABIXaTENbHOTO
(pecriupaTopHOro) MMIIENaHca (OOINETO IBIXaTEIbHOTO CONPOTHBICHHS) M COCTABIAIOIIAX €ro
napaMeTpoB. IIpy ucronp30BaHMU TAHHOTO METOAa He TpeOyeTcs BBIIOJIHEHUS (OPCHPOBAHHBIX
JIIXaTeIbHBIX MAHEBPOB, AKTUBHOI'O yYacTHs NMAIIMEHTa U €0 COTPYJHUYECTBA C IIEPCOHAIOM, UTO
SBJIIETCSI OOJIBIIMM TIpEeUMyIIecTBOM Iiepen cniupomerpueil. [CaBymkuna O.1., Uepnsak A.B., pen.
Jlerounsle GyHKIMOHATIEHBIE TECTHI: OT TEOPHU K IpaKTHKe. PykoBoxcTBo miasa Bpaueid. M.: Ctpom;
2017, Kuproxuna JI./I., AranesoBa E.C., KameneBa M.10., SIkoBnea H.I'. [lnarnoctrka HapyIeHni
MEXaHWKH OBIXaHHWS y OONBHBIX C XPOHHYECKHMMH OOCTPYKTHMBHBIMH 3a00JICBAHMSIMH JIETKHX C
MOMOIIBI0 UMITYJILCHON OcIioMeTpur. bonesnu opranos apixanus. 2005; 1 (2): 9-13; Brashier
B., Salvi S. Measuring lung function using sound waves: role of the forced oscillation technique and
impulse oscillometry system. Breathe. 2015; 11 (1): 57-65. DOI:10.1183/20734735.020514; Wanger
J., Clausen JL., Coates A. et al. Standardisation of the measurement of lung volumes. Eur. Respir. J.

2005; 26 (3): 511-522. DOI: 10.1183/09031936.05.00035005.
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JlaHHBIIT METOI MAJIOIOCTYTIEH, PEAKO HCIIONB3yeTCs, He pekoMeHayercst ERS s nereit
[Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A, Chalmers JD, Hill
AT, Karadag B, Midulla F, McCalum 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 adol escents with bronchiectasis. Eur Respir J. 2021 Aug 26;58(2):2002990] .
YYP-C, YOO -5)
] PexoMeH0BaHO MAIMIEHTaM C ITOI03PEHUEM Ha TIEPBUYHYIO MIUTHapHYTo nuckuHesuto (IT1J1)
paccMOTpeTh BO3MOKHOCTh MPOBEICHHS UCCIEIOBAHUS YPOBHS Ha3aabHOro okcuaa azora (nNO) ¢
nenpto uckmroueHus IIJ[. CHumxenue ypoBHA nNO CBHICTENBCTBYEeT B IOJb3Y NEPBUYHON
IlI/IJ'II/IapHOﬁ JUCKHHC3UU. (CM. KIIMHUYECKHUE PEKOMEHJallun «HepBH‘IHaH nujrapHas JMCKUHE3UA Yy
nereii») [Lundberg JO, Weitzberg E, Nordvall SL, Kuylenstierna R, Lundberg JM, Alving K.
Primarily nasal origin of exhaled nitric oxide and absence in Kartagener’s syndrome. Eur Respir J
1994;7:1501-1504; ATS/ERS recommendations for standardized procedures for the online and
offline measurement of exhaled lower respiratory nitric oxide and nasal nitric oxide, 2005. Am J
Respir Crit Care Med 2005; 171; Frey U., Merkus P.J.F.M. Paediatric Lung Function - European
Respiratory Monograph 47, March 2010: 137-155; Mateos-Corra D, Coombs R, Grasemann H,
Ratjen F, Dell SD. Diagnostic value of nasal nitric oxide measured with non-velum closure techniques
for children with primary ciliary dyskinesia. J Pediatr 2011;159:420-424; Eber E., MidullaF. at al.
Paediatric Respiratory Medicine. ERS handbook, 1-st edition, 2013: 100-107, 551-559; Marthin JK,
Nielsen KG. Choice of nasa nitric oxide technique as first-line test for primary ciliary dyskinesia.
Eur Respir J 2011;37:559-565; Leigh MW, HazuchaMJ, ChawlaKK, Baker BR, Shapiro AJ, Brown
DE, Lavange LM, Horton BJ, Qagish B, Carson J., et al. Standardizing nasal nitric oxide
measurement as atest for primary ciliary dyskinesia. Ann Am Thorac Soc 2013;10:574-581; Collins
SA, Gove K, Waker W, Lucas JS. Nasal nitric oxide screening for primary ciliary dyskinesia:
systematic review and meta-analysis. Eur Respir J 2014;44:1589-1599; Harris A, Bhullar E, Gove
K, Joslin R, Pelling J, Evans HJ, Walker WT, Lucas JS. Validation of aportable nitric oxide analyzer
for screening in primary ciliary dyskinesias. BMC Pulm Med 2014;14:18; Werner C, Onnebrink JG,
Omran H. Diagnosis and management of primary ciliary dyskinesia. Cilia2015;4; Balfour-Lynn IM,
Laverty A, Dinwiddie R. Reduced upper airway nitric oxide in cystic fibrosis. Arch Dis Child
1996;75: 319-322]
(YYP-C, Y]IJ1-5)
Kommenrapuu: uzmepenue nasanvnozo oxcuoa azoma (NNO) ¢ nomowgvio xemuniomunecyeHmno2o
AHATU3AMOPA PEKOMEHOYENICS 8 PAMKAX SPYINbL OUACHOCTUYECKUX mecmog 0Jis ckpununea Ha T[]
¥ 63pocablx u demetl cmapuie 5 iem ¢ munuuneivu cumnmomamu dannozo 3abonesanus [ Lundberg
JO, Weitzberg E, Nordvall SL, Kuylenstierna R, Lundberg JM, Alving K. Primarily nasal origin of
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exhaled nitric oxide and absence in Kartagener’s syndrome. Eur Respir J 1994;7:1501-1504;
ATS/ERS recommendations for standardized procedures for the online and offline measurement of
exhaled lower respiratory nitric oxide and nasal nitric oxide, 2005. Am J Respir Crit Care Med 2005;
171; Frey U., Merkus P.J.F.M. Paediatric Lung Function - European Respiratory Monograph 47,
March 2010: 137-155; Mateos-Corral D, Coombs R, Grasemann H, Ratjen F, Dell SD. Diagnostic
value of nasal nitric oxide measured with non-velum closure techniques for children with primary
ciliary dyskinesia. J Pediatr 2011;159:420-424; Eber E., Midulla F. at a. Paediatric Respiratory
Medicine. ERS handbook, 1-st edition, 2013: 100-107, 551-559; Leigh MW, Hazucha MJ, Chawla
KK, Baker BR, Shapiro AJ, Brown DE, Lavange LM, Horton BJ, Qagish B, Carson JL, et al.
Standardizing nasal nitric oxide measurement asatest for primary ciliary dyskinesia. Ann Am Thorac
Soc 2013;10:574-581; Collins SA, Gove K, Waker W, Lucas JS. Nasal nitric oxide screening for
primary ciliary dyskinesia: systematic review and meta-analysis. Eur Respir J 2014;44:1589-1599;
Lucas JS, Dimitrov BD, Behan L, et a. Diagnostic testing in primary ciliary dyskinesia. Eur Respir
J 2016; 48: 960-961]; nopmamusHvle snekmpoxumuuecKue 2a30AHAIUAMOPLL  MO2YN
ucnonvzoeamocs oas onpeoenerus NNO npu ckpununee na I/, no dannwili mecm doadicen Ovims
npoeeden HOBMOPHO C UCNONB3OBAHUEM IMATIOHHO20 cmam)apmﬁozo XeMUIIOMUHECYEHIMHO20
ananuzamopa [Harris A, Bhullar E, Gove K, Jodlin R, Pelling J, Evans HJ, Walker WT, Lucas JS.
Validation of aportable nitric oxide analyzer for screening in primary ciliary dyskinesias. BMC Pulm
Med 2014;14:18; Marthin JK, Nielsen KG. Hand-held tidal breasthing nasa nitric oxide
measurement—a promising targeted casefinding tool for the diagnosis of primary ciliary dyskinesia.
PL0S One 2013; 8: €57262] .
- V oemeil cmapwie 5 nem u 63pocivix, Komopuvie MO2ym GbINOIHAMb HEOOX00UMble MAHE8PbL Oisl
UBMepeHUst HA3AIbHO20 OKcuoa azoma, Huskoe 3Haverue nNO (<77 ppb (*1ppb - 1 vacmuya 2aza na
10° yacmuy blObIXaeMo2o 8030yXa) 6 08YKPAMHbIX NPOOAX ¢ UHMEPBANIOM He MeHee 2 Mecsayes 8
couemanuu ¢ coomeemcmeyroumum KiuHUu4eCcKum ¢€H0mun0}l/l (npu UCKNIOYeHUU ,wykoeucuubow,
max kax 30% nayuenmog ¢ myrkosucyudozom demoncmpupyiom nuskuii nNO [Bafour-Lynn IM,
Laverty A, Dinwiddie R. Reduced upper airway nitric oxide in cystic fibrosis. Arch Dis Child
1996;75: 319-322.]) moowcem Ovimb OocmamouHviM 0Nl KIuHuueckozo ouaenosza T[] ¢
nocnedyroueii 6paws Ouoncueill pecnupamopHozo — dnumenus Ois BblCOKOCKOPOCMHO20 BUOeO-
MUKDOCKONUYECKO20 aHANU3A UNUTU MPAHCMUCCUOHHOU d1eKmPOHHOU Mukpockonuu (TOM) u/unu
2enemuueckozo uccreoosanus [ .Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD,
Rosenfeld M, Olivier KN, Milla C, Daniel SJ, Kimple AJ1, Manion M, Knowles MR, Leigh MW;
Genetic Disorders of Mucociliary Clearance Consortium. Diagnosis, monitoring, and treatment of
primary ciliary dyskinesia: PCD foundation consensus recommendations based on state of the art
review. Pediatr Pulmonol. 2015 Sep 29. doi: 10.1002/ppul.23304; Kuehni CE, Lucas JS. Towards an
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earlier diagnosis of primary ciliary dyskinesia: which patients should undergo detailed diagnostic
testing? Ann Am Thorac Soc 2016; 13: 1239-1243.; Lucas JS, Dimitrov BD, Behan L, et a.
Diagnostic testing in primary ciliary dyskinesia. Eur Respir J 2016; 48: 960-961.; Lucas JS, Barbato
A, Collins SA, et a. European Respiratory Society guidelines for the diagnosis of primary ciliary
dyskinesia. Eur Respir J 2017; 49: 1601090; Goutaki M, Maurer E, Halbeisen FS, et a. The
international primary ciliary dyskinesia cohort (iPCD Cohort): methods and first results. Eur Respir
J2017; 49: 1601181].

HUcnonwvzya snauenue nNO <77 ppb (npu uckarouerHuu Myko8ucyuoo3a), MO#CHO OUASHOCIMUPO8ATb
TIL]], éosnuxarowyio 6 pezyibmame 0eghekmos yuruaprou axconemvt unu mymayuti 6 DNAHI 1, ¢
uygcmeumenvhocmoio u cneyupuunocmoio 98% u >99% coomeemcmeenno; Ho credyem noMHUMb,
umo cywecmeyiom eapuanmol I co snauenusimu NNO gbitwe smozo nopoza [Pifferi M, Caramella
D, Cangiotti AM, Ragazzo V, Macchia P, Boner AL. Nasal nitric oxide in atypica primary ciliary
dyskinesia. Chest 2007;131:870-873].

- V nogopoowcoennvix u oemeii 6 sospacme oo 5 nem noxasamenu nNO He cmoib HAOEHCHbL O
sviasnenus I (00 36% 102cHONONI0MCUMENbHBIX PE3YTILMAMO8 Y Oemell QOUKONbHO20 803PACA),
NnOIMOMY 6 IMOU 603PACMHOU 2pynne NayueHmos OUacHOCMUYecKoe Mmecmuposanue 00blYHO
sKOUaem 6 cebs bpaut GUONCUIO CIUZUCIOU NOTOCMU HOCA UAU GPOHXO08 Ol 6bICOKOCKOPOCMHOU
BUOCOMUKPOCKONUU U ILEKMPOHHOU MUKDOCKONUU, 4 MAKJice 2eHemuyecKkue ucciedosanus [Adams

PS, Tian X, Zahid M, et a. Establishing normative nasa nitric oxide values in infants. Respir Med
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- Ilpu usmepenuu nNO puck 103CHONOIONCUMETLHBIX Pe3VIbINAIMOE MAKdiCe NOBbLIUACMCS NPU
OPBHU, 6ponxuonume, Hocosvix kposomeuenusx, BUY u ueannepeuveckom punume, nodmomy
oanHoe mecmuposanie O0NICHO NPOBOOUMBCS 8 300POBOM COCIOAHUU U HOBMOPAMbCA NPU HATUHUL
OMKIOHEHUTl 8 COCMOAHUU 300p06bs Ha Mmomenm obcnedosanus [Bafour-Lynn IM, Laverty A,
Dinwiddie R. Reduced upper airway nitric oxide in cystic fibrosis. Arch Dis Child 1996;75: 319-
322; .Palm J, Lidman C, Graf P, Alving K, Lundberg J. Nasal nitric oxide is reduced in patients with
HIV. Acta Otolaryngol 2000;120:420-423; Nakano H, Ide H, Imada M, Osanai S, Takahashi T,
Kikuchi K, lIwamoto J. Reduced nasal nitric oxide in diffuse panbronchiolitis. Am J Respir Crit Care
Med 2000;162:2218-2220; Arna JF, Flores P, Rami J, Murris-Espin M, Bremont F, Pasto IAM,
Serrano E, Didier A. Nasal nitric oxide concentration in paranasal sinus inflammatory diseases. Eur
Respir J 1999;13: 307-312]; 60 uzbescanue noryueHus HeKOPPEKNMHbIX Pe3yIbmamos onepamopbl
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yempoticme 0415 onpedenerus NNO 0oaoicHbl Obimb X0pouLo 00yUeHbl U UCNOTb308AMb CIAHOAPMHbIE
pabouue npomoxonst [ATS/IERS recommendations for standardized procedures for the online and
offline measurement of exhaled lower respiratory nitric oxide and nasal nitric oxide, 2005. Am J
Respir Crit Care Med 2005; 171; Leigh MW, Hazucha MJ, Chawla KK, Baker BR, Shapiro AJ,
Brown DE, Lavange LM, Horton BJ, Qagish B, Carson JL, et al. Standardizing nasal nitric oxide
measurement as a test for primary ciliary dyskinesia. Ann Am Thorac Soc 2013;10:574-581; L ucas
JS, Dimitrov BD, Behan L, et a. Diagnostic testing in primary ciliary dyskinesia. Eur Respir J 2016;
48: 960-961].

o PGKOMeHﬂOBaHO IMPOBEACHUE ITYJIBCOKCUMETPUN H/Win HUCCIICOOBAaHUC TIa30BOro cocCTaBa
KpOBH (I/ICCJ’IEZ[OBaHI/Ie YPOBHS KHUCIIOPOJa KPOBU, UCCIICIOBAHUE YPOBHSA YITIEKUCIIOTO Ira3a B KpOBI/I)
BCEM InallMceHTaM C 6p0HX03KTaSaMI/I npu Ka)K}JOﬁ TroCIuTaIn3alrm, 1o IOKasaHUusIM (0600TpeHI/Ie
XPOHUYECKOTO 6p0HXOH€I‘O‘{HOFO mporecca, HaIu4Ine HLIX&TGHBHOﬁ HEOOCTATOYHOCTH, Tpe6y}0mel71
okcureHorepanuu) — vamre [bomesHn opranoB mpixaHmst y gereid. Ilox pen. Paumnckoro C.B.,
Tarouenko B.K. M., Menununa, 1988, 446 c; Xponuueckue 3adoseBanust gerkux y aerei. [lox pex.
Posunosoit H.H. u Musepuunkoro FO0.JI.- M., IIpakrtuxa, 2011.-224 ¢; Bonesnu opraHoB AbIXaHUs y
nereit. [Tox o6meit penakiueii B.K. Tatouenko. M., TTexnarps, 2012.- 480 c; Paediatric Respiratory
Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory
Society 915P; Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L, Boyd J, Bush A,
Chalmers JD, Hill AT, Karadag B, MidullaF, 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):200299059-60, 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, Martinez-Garcia MA, Maiz L, Olveira C, Giron RM, de la Rosa D,
Blanco M, Cantén R, Vendrell M, Polverino E, de Gracia J, Prados C. Spanish Guidelines on
Treatment of Bronchiectasis in Adults. Arch Bronconeumol (Engl Ed). 2018 Feb;54(2):88-98.
English, Spanish. doi: 10.1016/j.arbres.2017.07.016. Epub 2017 Nov 9. PMID: 29128129].
YYP-C,YIA-5)

2.5 Hble THATHOCTHYECKHE MCCIIeI0BAHUS

. Pekomennyercss  mpoBeieHHe ¢ J1ede0OHOM — M/MIM  AMArHOCTMYECKOH  LIEJIBbIO
TPaxeoOPOHXOCKOIMH AETAM ¢ BD mpu nono3peHrd Ha HHOPOJHOE Teo (IIPU U3MEHEHUH B OHON
IoJe JIETKOTro), B ciydae Hed(h(EeKTHBHON aHTHOAKTEPHAIBHOH Tepamuu, B OCOOCHHOCTH Y

TTAaIUECHTOB 0e3 OTACICHNUA MOKPOTHI WJIK B TOM ClIy4ac, €CJIM OTMEYACTCA yXYAUCHUE COCTOAHUA,
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npuurHa kotoporo He sicia. [Chang AB, Bush A, Grimwood K. Bronchiectasisin children: diagnosis
and treatment. Lancet. 2018 Sep 8;392(10150):866-879. doi: 10.1016/S0140-6736(18)31554-X.
Erratum in: Lancet. 2018 Oct 6;392(10154):1196. PMID: 30215382; Pasteur MC, Bilton D, Hill AT;
British Thoracic Society Bronchiectasis non-CF Guideline Group. British Thoracic Society guideline
for non-CF bronchiectasis. Thorax. 2010 Jul;65 Suppl 1:i1-58. doi: 10.1136/thx.2010.136119. PMID:
20627931; Chalmers JD, Chang AB, Chotirmall SH, Dhar R, McShane PJ. Bronchiectasis. Nat Rev
Dis Primers. 2018 Nov 15;4(1):45. doi: 10.1038/s41572-018-0042-3. PMID: 30442957].
YYP-C,YIIA-5)

Kommenrapum: VY nayuenmos c eeposimnoil xponuueckoii acnupayuei mpaxeoopoHxocKonuo
npoeoosim OJisk NOOMEEPICOCHUS/UCKIIOYEHUSL OUAeHO3a (8 M.4Y., NPOBOOUMCS YUMOAOSUUECKOe
uccnedoganue 6GpPoHX0ANbEEONAPHO20 Nasadica (L{umonoeuueckoe uccredosanue A6ANCHOU
arcuokocmu)) [Bonesnu opeanos ovixanus y oemeil. I1o0 ped. Pauunckoeo C.B., Tamouenko B.K. M.,
Meouyuna, 1988, 446 c; Xponuueckue 3abonesanus neekux y oemeil. I1oo peo. Posunoeoti H.H. u
Musepnuyroeo FO.J1.- M., [Ipakmuxka, 2011.-224 c.; boaesnu opeanos ovixanus y oemeii. I100 obwyeti
peoaxyueti B.K. Tamouenxo. M., I[leouampw, 2012.- 480 ¢; Paediatric Respiratory Medicine ERS
Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P.;
Bronchiectasis Edited by RA. Floto and C.S. Haworth. European Respiratory Society Monograph,
Vol. 52. 2011 261p. ; Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-
CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5].

Ilposedenue OpoHxockonuu nosgoisgem BuiA8UMb MOpQoIocUYecKUue NopaxceHus OpoHXo8,
conposodicoarowuecs dmdooponxuanvhvimu  usmenenusmu  (Ilpunoocenue A3.3). Xapaxmep u
BbIPANCEHHOCIL IHOOOPOHXUMA 3A8UCUT OM Nepuooa 6oNe3HU, aKMUGHOCIU MmeyeHus npoyeccd,
pacnpocmpanerHocmu MOphoI0SUYEeCKUX UsMeHeHull, 603pacma 60abHo20 pedenka. Kax npasuno,
uMeem Mecmo, KAMAapaibHO-SHOUHBIU WU SHOUHBIL IHOOOGPOHXUM, KOMOPbIU YACMO HOCUM

Oughysuwiil 08yCmMopoHHUIL Xapakmep u 8bIX00UM 3a npedeisl JOKATUSUYUL OPOHXOIKMA3Z08.

o PeKOMEH/IOBAaHO B3POCIBIM MAllMEHTaM ¢ OPOHXO3KTa3aMHU IPOBEACHHE TPaXeOOPOHXOCKOIUU B
cilyqae HEoOXOIMMOCTH HCKIIIOUESHUS/IOATBEPXKIACHHS acCHHUpalliyd HWHOPOJHOTO Tejla M ero
yIaleHHs, a TAKXKe B CIy4ae TSDKETOro OpPOHXONETOYHOro MpoIecca ¢ TOPHHIHOCTHIO K Teparuy
Ul MACHTH(UKAIMM BO3MOXHOTO BO30yAWTENs B OpOHXOATBBEONSIPHOM JIABaKe, BKIIIOUAS
MALMEHTOB C IOA03PEHUEM Ha MUKOOaKkTepro3 1o JaHHbsIM KT rpyaHoi MonocTu U oTpunaTeIbHbIM
Pe3yJabTaTOM MHUKPOOHOJIOrMYECKOr0 MccienoBanus Mokporsl [Pasteur MC, Bilton D, Hill AT;
British Thoracic Society Bronchiectasis non-CF Guideline Group. British Thoracic Society guideline
for non-CF bronchiectasis. Thorax. 2010 Jul;65 Suppl 1:i1-58. doi: 10.1136/thx.2010.136119. PMID:
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20627931; Chamers JD, Chang AB, Chotirmall SH, Dhar R, McShane PJ. Bronchiectasis. Nat Rev
Dis Primers. 2018 Nov 15;4(1):45. doi: 10.1038/s41572-018-0042-3. PMID: 30442957].

(YYP-C, Y1 -5)

] B3pocneiM  nmanmeHTaM ¢ OpOHXOIKTa3aMH IIpH TIOJO3PEHHHM HA HETyOepKyJe3HBIH
MI/IK06aKTepI/IOS u HCBO3MOXXHOCTHU YTOYHCHUS JAuarHosa HCHUHBAa3HMBHBIMHU METOdaMH
PEKOMEHAYETCSI TPaxeoOpOHXOCKOMHsI ¢ Ouorncuedl OpoHXa H IOCIEAYIONIMM MaTOJOro-
aHaTOMHYECKAM (THCTOJIOTHYECKNM) uccienoBanneM Owornrara [Griffith DE, Aksamit T, Brown-
Elliott BA, et a. An officid ATSIDSA statement: diagnosis, treatment, and prevention of
nontubercul ous mycobacterial diseases. Am JRespir Crit Care Med 2007; 175: 367-416. Adjemian
J, Olivier KN, Seitz AE, et a. 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 a. 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 a. Usefulness of
bronchia 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 mycobacteria pulmonary disease. Clin Chest Med
2015; 36: 43-54.].

(YYP - C, YA - 4)

. PexoMeHI0BaHO NPOBEAEHHE IHIOCKONUM HOCOIJIOTKH ¢ 3abopoM Ouonrara (buomcus
CIIM3UCTON 000JOYKH IOJIOCTH HOca/ BHOICHs CIM3HUCTON 000I0YKH HOCOTJTIOTKH oA KOHTPOJIEM
9HIOCKOMUYECKOT0 HMCCIICIOBAHUS) MM TPaxeoOPOHXOCKOMUK C OMOTICHEH Tpaxew Win OpoHxa
(buoricust Tpaxen, OPOHXOB MPH OPOHXOCKOIHH) MAIUSCHTAM ¢ OPOHXO0AIKTa3aMU M KIMHHYCCKHUMHU
INpu3HaKaMu HL[,H C LEJbIO IMOJYUYCHUSA ouonTara JUI TIPOBEACHHS BBICOKOCKOPOCTHOI'O BHICO-
MHKPOCKOMHUYECKOTO aHanu3a /i TOM n/iiu aHaau3a 9acTOThl U ATTepHa OUCHUS PECHUYEK B
OuoInTare 3 MOJIOCTH HOCA HIIH 6p0Hxa C IIOMOIIBIO CBETOBOM MUKPOCKOITNHU IJI1 UCKIIFOYECHU ST HHI[
[Primary Ciliary Dyskinesia Knowles MR, Zariwala M, Leigh M. Clin Chest Med. 2016
Sep;37(3):449-61. doi: 10.1016/j.ccm.2016.04.008. PMID: 27514592].[Papon JF, Coste A, Roudot-
Thoraval F, Boucherat M, Roger G, Tamalet A, et a. A 20-year experience of electron microscopy
in the diagnosis of primary ciliary dyskinesia. Eur Respir J (2010) 35:1057-63.
doi:10.1183/09031936.00046209, [PosunoBa H.H., Cyxopykoe B.C., Muzepauukuii 10.J1., Py-
xkunkas E.A., CmupuoBa M.O., 3axapo ILII. JluarHoctuka uIMIMapHONW IMCKUHE3UH C
HCTIONB30BaHUEM  (Da30BO-KOH-TPACTHOM W KOMIBIOTCPH3MPOBAHHOWH CBETOBOH MHMKPOCKOIHH.
ITyTbMOHOJIOTHS IETCKOTO Bo3pacTa: mpobiieMbl U pemenus. Bemr. 9. M., 2009; 72-77. [Rozinova

N.N., Suk-horukov V.S., Mizernitsky Yu.L., Ruzhitskaya E.A., Smirnova M.O., Zakharov P.P.
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Diagnosis of ciliary dyskinesia using phase-contrast and computerized light microscopy. Pul'mo-
nologiya detskogo vozrasta: problemy i resheniya. M., 2009; 9: 72-77 (in Russ))] ].

YYP-C, Y1 - 4)

KomMeHnTapuu: BbICOKOCKOPOCTHOH BHAEO-MHUKPOCKOIHMYECKUH aHAIU3 Ouonmama causucmou
obonouxu 6p0Hx06 Y nayueHmoe c 6p0Hx09Kma3aMu makoice mMoaxHcem 6slA6UMb 3HAYUMENIbHble
UBMEHeHUsL MepyamenbHo20 SHUmenus, peOVYKYuilo PpPecHUmuamozo annapama, ouggystoe
nospeofcdenue L;umomem6pan. Bblpa:»ceHHocmb IMUX UBMEHeHULl 3a8ucum om aKmueHocmu
mevernus 60cnaiumenlbHo2o npoyecca 6 6p0Hxax. Bm0pu‘{Hbl€ UBMEHEeHUS MepyamelibH020 Inumesiusi
cauzucmoti 060104KU 6pOH)C06, BO3HUKUIUE BCTIEOCMBUE B0CNANUMETbHO20 npoyecca, HECOMHEHHO,
omsiecowiarom mevenue u npocHo3s 3abonesanus , Hapywas MyKOL{uﬂuaprlﬁ Kiupenrc. Hpu omom,
AKCOHEMATIbHblLE noepe»{cbeﬂuﬂ, CBOUCMBEHHbIE nepeulmozi uuﬂuapuoﬁ 0ucr<uHe3uu, npu

bpoHX0IKMA3aX OPY20U IMUONO2UU OMCYMCMBYION.

. Pexomennyercs sxokapauorpaduyeckoe uccienoBanue (9xo-KI') ¢ mommuiepoBckum
aHaIM30M (M3MEpEHHUE IPaAueHTa AaBICHHS Ha JIETOYHOH apTepuH) y HallUeHTOB ¢ OPOHXOIKTa3aMH,
TaK Kak IpH 3TOI MaToJIOrHH, OCOOEHHO NPH PACIPOCTPAHEHHOM MOPAXKEHHH, BO3MOXHO Pa3BUTHE
JIETOYHOW TUIIEPTEH3UU U (POPMUPOBAHHUE JIETOYHOTO cepia [boe3Hn opraHoB JbIXaHUs Y JETEH.
[on pen. Paunnckoro C.B., Tarouenko B.K. M., Menununa, 1988, 446 c;

Xponndeckue 3aboneBanus Jerkux y nereit. [lon pen. Posunosoit H.H. 1 Muszepnurkoro 10.J1.- M.,
[Ipaktuka, 2011.-224 c;

Bonesnu opranos aeixanus y aereit. [Ton obmeit penakmueit B.K. Tatouerko. M., [lenuarps, 2012.-
480 c.]. Yyuanuu A.T'. Bpouxoakrassl. Tepanesruueckuii apxus. 2017; 89(3):4-17.

Galié N., Humbert M., Vachiery J.L., GibbsS., Lang|., Torbicki A. et al. 2015 ESC/ ERS Guidelines
for the diagnosis and treatment of pulmonary hypertension: The Joint Task Force for the Diagnosis
and Treatment of Pulmonary Hypertension of the European Society of Cardiology (ESC) and the
European Respiratory Society (ERS): Endorsed by: Association for European Paediatric and
Congenital Cardiology (AEPC), International Society for Heart and Lung Transplantation (ISHLT).
Eur Heart J. 2016;37(1):67-119. https://doi.org/10.1093/eurheartj/ehv317.

Dwivedi K., Sharkey M., Condliffe R., Uthoff JM., Alabed S., Metherall P. et al. Pulmonary
Hypertension in Association with Lung Disease: Quantitative CT and Artificial Intelligence to the
Rescue? State-of-the-Art Review. Diagnostics (Basdl). 2021;11(4):679.
https://doi.org/10.3390/diagnostics11040679].

YYP-C, Y1 -5)

. PexoMeHJ0BaHO pacCMOTPETh MPOBEACHHE IEKTPOKapAnorpadiy B3pOCIbIM MAUEHTaM C
nojgo3peHreM Ha BD u mamuentam ¢ BD mpu 000CTpEHWH C I1IETbIO BBIABICHHS MATOJOTHH CO
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https://doi.org/10.1093/eurheartj/ehv317
https://doi.org/10.3390/diagnostics11040679

CTOPOHBI cepaedHo-cocyauctoi cucremsl [Alhamed Alduihi F. ECG Abnormalitiesin Patients with
Acute Exacerbation of Bronchiectasis and Factors Associated with High Probability of Abnormality.
Pulm Med. 2021 Jul 5; 2021:6649572. doi: 10.1155/2021/6649572. PMID: 34327019].

YYP-C, Y1 -5)

. [ManmenTam ¢ OpPOHX0IKTa3aMH TSl HCKITFOUCHUS/TIONTBEPIKACHHS TYOSPKYJIe3HOI HHPEKIUH
PEKOMEHAYETCsI IPOBEICHHE MMMYHOJIOTHIECKOM ANarHOCTHKH TyOepKyie3a (BHY TPHKOXKHAs Ipoda
¢ T1ybepkynuHOM (meTsiM, ecnd He Obula MpOBEACHA B JCKPETHPOBAHHBIC CPOKH), IPU
HeoOxoaumoctn — MccnenoBanue ypoBHS HHTep(depoHa-raMma Ha aHTHUreHbl Mycobacterium
tuberculosis complex B kpoBH) [BonesHu opraHoB asixanusi y gereid. [Ton pen. Paumnckoro C.B.,
Tarouyenko B.K. M., Menununa, 1988, 446 c; Xponndeckue 3aboneBanus Jerkux y aere. [lox pen.
Po3unosoii H.H. u Muszepaunkoro 10.JI.- M., IlpakTtuka, 2011.-224 ¢; bone3Hu opraHoB JbIXaHUS Y
nereit. [Tox o6meit penakiueit B.K. Tatouenko. M., ITexnarps, 2012.- 480 c; Paediatric Respiratory
Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory
Society 915P; Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European Respiratory Society
Monograph, Vol. 52. 2011 261p; Pasteur MC, Bilton D, Hill AT; British Thoracic Society
Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5.].

YYP-C,¥YIIA-5)

KommenTapuu: ucciedosanus na myOepkyiesHylo uHQeKyuo maxoce npoeooamcs 6 npoyecce
OUHAMUYECKO20 HAONI0OeHUs], M.K. 3a001e6anue myoepKyie30M 3HA4UmenbHo yxyouaem medenue

bonesnu y nayuenmos ¢ b2

2.5. InddepeHIIHIbHLII INATHO3
Kak y>xe ynmoMuHanaoch, OCHOBY ()OPMUPOBaHHsI OPOHXOIKTAa30B MOTYT COCTEBIIATE LIENBIN PsI

BPOX/ICHHBIX U HACJICCTBEHHBIX 3a00JICBaHUI.

Haubonee uacmuvle mnozonoeuveckue Gopmor 0ns  oughgepenyuanvnozo ouazHo3a npu

6p0Hx03Kma3ax:

0 uwnopooHoe meno bponxa (KT, mpaxeobponxockonus,);

0  6podicoentble anomanuu oponxuairbnozo oepesa (KT, mpaxeobponxockonus),

0  MyKOSUCYUAO3 (TIOTOBBII TECT, ONPe/eIeHNe aKTUBHOCTH MTAHKPEATHYECKO! 3I1acTa3bl-
1 B Kame, MOJEKYJSIpHO-reHeTHueckoe uccienoBanne B reme CFTR B KkpoBn),
MUKPOOUONIOSUUECKOE UCCNIE008AHUE MOKDOMbL C ONPEIENeHUEM YYECIMBUMENIbHOCHIU K
anmubakmepuanibsim npenapamam (cm. KP no oxkasanuto MeOUyuHcKou nomowu

0emsiM ¢ KUCMO3HbIM UOPO30M (MYKOBUCYUOO30M));
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0 mybepkynesHas uHgexyua (Koncyremayus musuampa, npodoa Maumy, npu
HeoOX00UMOCIU — mMecm C QLIeP2eHOM MYOEPKYIe3HbIM DEKOMOUHAHMHbIM 8
cmandapmnom pazeedenuu, OUACKun mecm, Kéanmugeponosoiti mecm, T-spot) ;(
OuaroBast 1po0a ¢ TyOepKyIHHOM)

0 Mukob6akmepuo3s ieckux (KOHCyIbmayus pmuzuampa, noceg MOKpOmvl mpex —KpamHo,
06uUnbHAs MOKpOmMA, Mapkepvl 6ocnaienus, 0oiiee 2 TOJOKUTENbHBIX IIOCEBOB
MokpoTsl Ha HTMB u3 pasusix mpo6 i 1 monoxutensHsiii moceB Ha HTMbB BAJI nim
pOMBIBHBIX Box GporxoB, KYM, TILIP)

O nepsuunvle U  BMOPUUHbIE  UMMYHOOeuUYUmMHble  COCMOoAHU  (HeobXoouma
KOHCynomayusi epava aunepeonoea-ummynonoza (Ilpuem (0CMOTp, KOHCYJIBTALHS)
Bpaya-ajuIeprojaora-uMMyHOJ0ra NEePBUYHBII), onpeoenenue yposHell
UMMYHO21100Y1UH068 OocHosHbix knaccoe (G, M, A, E) (HccnenoBaHue YpoBHs
HMMYHOTJIOOYIIHHOB B KpoBHW), cybnonyrayuii T u B-numpoyumos, monexynspho-
cenemuieckoe oociedosanue, opyeaue 1a00pamopHvle mecnmovl No NOKA3AHUAM 8 DAMKAX
aneopummos oociedosanuil 6 3agucumocmu om gopmut IHJJ

0 nepsuuHAs YUnUapHas OUCKUHEe3Us — XapaKmephvle KIUHUYecKue npoasieHus (mpuaoa
Kapmaeenepa y nonosunvr nayuenmoe I1L[J]: xponuueckuii 6pouxum, XxpoHudeckuti
CUHYCUM, 00PAMHOE PACNONIOJNCEHUE 6HYMPEHHUX OP2AH08) C6eMO8Asl U JJIeKMPOHHAS
MUKpOCKONnUa Ouonmama causucmoil 0060104Ku Hoca u/uiu OpoHXd, KaK CKPUHUHE-
Memoo  Modcem Obimb UCHONB306AHO UCCIE008AHUE YPOBHA OKCUOa asoma 6
8b10bIXAEMOM HA3ANbHOM 8030YXe (OnpeneneHre ypoBHs OKCHIA a30Ta B BBIIBIXaEMOM
BO3IYyXe) (V O0buuUHCMEA NAYUEHMO8 C NEPEUNHOU YUIUAPHOU OUCKUHe3uel -
cHuoicer) (cm. KP no oxkazanuio MeOuyuHcKol noMowu 0emsam ¢ nepeutHol YuiuapHou
OQucKkuHesuell);

0 acnupayuoHHvle nPoyeccyl (AyCKyIbmayusa 00 u nocie KopmieHus (AycKyabTalus mpu
3a00JIeBaHUAX JIETKUX H OpOHXOB), KoHcyavmayus eacmposnumeponoza (Ilpuem
(ocMOTp,  KOHCYJBTAllMsl) Bpaya-racTPOdHTEPOJIOra TEPBUYHBIA), a  makoice
mpaxeooPoOHXOCKOnUs U 3300ha202acmpo0y00eHOCKONUs ¢ Kpacumenem).

0 ABJIA (Bvicokuil yposens obugezo ummynoenobyauna E (1QE), a makoice snauumenvroe
noeviwenue (6 2 pasa) cneyuguueckux I1gE u 1gG x Aspergillus fumigatus,(
Omnpepenenne anturen Kk rpubam poma acmeprisuibl (Aspergillus spp.) B kpoBu)
603MOJICHO NPOGedeHUe KOJHCHO20 mecmupoganust ¢ anmueenom Aspergillus fumigatus)

CyliecTByeT [OCTaTOYHO LIMPOKWH CHEKTp 3a00jeBaHUi, B TOM 4YHCIE HACIEICTBEHHOM,

BPOXKAECHHOM PUPO/IBL, Ha (POHE KOTOPHIX MPOHCX0IuT hopmupoBanue b3, uto TpedyeT npoBeneHne
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¢ bepeHINaTbHON JUarHOCTHKH C IIENBI0 ONPEAeNIeHUs TPUINHB! hopmupoBanus bD u TakTuku
JambHEeHIIero HabIIfo IeHNS TTAINeHTa.

1. Cungpom Buiabsimca - Kamnéenna
XapakTepusyeTcst BpOXKICHHBIM HEJOPa3BUTHEM XpsIleid OpoHXOB 3- 8 MOPAIKOB, B TO BpeMs, KaK
OCTalbHbIE OpPOHXM MOTYT HMETh HOPMAIBHYIO CTIPYKTYpy. B KimHnmueckod kapTuHe:
peLUUBUPYIONIHE HHPEKIUN IbIXaTEIbHBIX IyTeH, KOTOPIE MOTYT IIPOSIBIATHCS C CAMOTO PAHHETO
BO3pAacTa, HAYMHAs C TIEPBBIX JHEH Kn3HK. B AinarnocTnyeckoM anroputme cuuapoma Bumbsvmca—
Komnbenna Gompimoe 3nauenme mpupaerca KT, ¢ momompio KOTOpOH BBIABISIIOTCS OalToHHAs
qunatanys OpOHXOB B MEPHOJA WHCIHMPALUU M KOJUIAIC JBIXATENbHBIX IIyTEH MpPU 3KCIUpaLUH.
JlucranbpHble OPOHXM YacTO AMIATHPOBAHbI U UMEIOT BHJ OPOHXO3KTa30B.

2. Cunapom Mynsne — Kyna
OTHOCHTCS K YUCITy BPOXKACHHBIX aHOMAJIMI Pa3BUTHS TPAXeH U KPYIHBIX OPOHXOB M3-3a JedexTa
Pa3BUTHS COEIMHUTENBHON TKaHM, aTPO(UH MBINIEYHOH TKAaHH B PE3yNbTaTe Yero Pa3BHBACTCS
MeTanusl MOoCIeHUX. AHATOMHYECKas CTPYKTypa JHUCTAIBHOTO OTAeNa AbIXaTeIbHBIX MyTeH, Kak
IPaBWJIO, MMEET HOPMalbHOE CTPOCHUE, TeM HE MEHee, IJIs JaHHOTO CHHIPOMAa XapakKTepHa
peuuauBUpyromas MHGEKIUS HMEHHO HIDKHHMX OTAeNoB pecnuparopHoro tpakrta. Ilpm KT y
HaIIeHTOB MOTYT BBISIBIISITBCS AWBEPTHKYJIB TPaXxeH M KPYNHBIX OpoHXOB. Bone3Hb MOXeT ObITh
JIUarHOCTUPOBAaHA B PaHHUE NEPUOAbI pa3BUTHs peOcHKa WM ke B Oojee IO3IHUE CPOKHU IIpU
o0cinenoBaHN OONMBHBIX B CBSI3H C PEHUIWBUPYIONIMMH HHQEKIMAMH IBIXaTeIbHBIX MyTeH n
HapyIIeHUSAMH BEHTWULIIHOHHONW (YHKIMH IO OOCTPYKTHBHOMY THITy. B mmarHoctmaeckom
aIropuT™Me OoJblIas pojb OTBOJUTCS METOAAM BHU3YaTM3UPYIOLIEH AMArHOCTHKU C TPEXMEPHOH
PEKOHCTPYKIUEH Tpaxeu, JHaMeTp KOTOPOi MOXKET JOCTUIaTh 3HAYUTEIBHBIX Pa3MEpOB.

3. TpaxeodpoHXoMaasius
IIpu naHHOI NAaTONOrHY, CBI3aHHOI C MOBBIIIEHHOH ITOJIBHXKHOCTBIO CTEHOK Tpaxeu U OPOHXOB, U3-
3a ne(eKTOB Xpsa M COSTUMHUTENbHONH TAaKHH Takke BO3MOXKHO (opmupoBanue BD B
MPOKCHMATbHBIX OTHeNax OpoHXoB. KimHHYecKH TpaxeoOpOHXOMANAIMS MOXET MPOSBIATHCS
KaIllJleM, ITyMHBIM JIbIXaHHEM C BTSDKCHHEM YCTYIUUBBIX MECT IPyJHOM KIETKH, ayCKyJIbTaTHBHO —
CBUCTAIMMHU Xpunamu. [Ipu3Haku TpaxeoOpOXOMalAM MOTYT MpPOSIBISTHCS TOJIBKO BO BpeMs
npucoenunenuss OPBU. 3aboieBanue MOXHO 3alOf03pUTH IIPH COXPAaHEHWH OOCTPYKTHUBHBIX
U3MeHeHHH Oonee 2 HeleNnb, HECMOTPS HA JICUCHHE OeTa-2-aroHMCTaMU KOPOTKOro AeincTBuA
(KIBA). Tlpu TpaxeoOpOHXOMAISIIUU pPEHTreHOrpaduss TPYIHOH KIETKH OOBIYHO BBISBISIET
JIBYCTOPOHHIOIO runepuHdsanuio. Ha 60KOBBIX peHTreHorpaMmax B IBYX (azax (BIOXa U BBIIOXA)
MOXHO YBHIETh 3HAuWTCIbHBIE W3MEHEHHS IHaMeTpa Ha ypOBHE pa3MATYCHHOW YacTH TpaxXew.
JluarHo3 MokeT OBITh HMOATBEPXKICH NPY OPOHXOCKOIMH IIPH CIHOHTAaHHOM JBIXaHUM, TaK Kak
MHOPEJIaKCAHTBI MOI'YT HUBEIMPOBATh KapTUHY 3a00JIeBaHU.
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4. AHOMA/IMH Pa3BUTHUS COCIMHHUTEIBHOI TKAHU
Hamn6oJiee pacnpocTpaHeHHBIMH ABJAAIOTCSA cHHAPOM Mapdana u cuaapom diuiepcea - JlanJo.

4.1. Cunapom Mapdana
AHOMaJMs Pa3BUTHSl COCIUHHUTENBHOW TKaHM MNpH CcUHApoMe MapdaHa npeapacroyiaraeT kK

¢dopmupoBanuss B3O Ha done penumuBupyronmx HHOEKHHil AbIXaTenbHBIX myTed. [lomumo B3
JAPYIrUMH XapaKTCPHBIMU AHOMaJIMSAMU JIETKHUX SABJIAKOTCA OJUCTAalIbHas allMHapHas 3M(1)Pl3eMa,
JiereHepaTHBHbIE KUCTBI, OYyJIIbl, alMKaIbHBIH pUOpO3, CHOHTAaHHbBIE THEBMOTOPAKCHI M BPOKICHHAs
Mab(hopMalHs, H3BECTHAs KaK THIOIIa3us cpexueit nou. [Ipu ocMoTpe 1 06ciIe10BaHNY TAMEHTa
oOpamaer Ha ce0s BHUMaHHE BHanas TpyaHas KieTka (pectus excavatum), KuiieBHAHas ¢Gopma
IpyAHON KIeTKH (pectus carinatum), IpoJialic MUTPAJIbHOTO KJIalaHa, CKOJIMO3, HEAO0CTaTOUYHOCTh
A0PTaJIbHOTO KJIallaHa U aHOMAJIUS Pa3BUTHSI AOPTHI.

4.2 Cunapom Daepcea — lanio
Kak u npu npyrux 3aboseBaHMSAX COCIMHHUTEIBHOI TKaHH BO3MOXHO (opmupoBanue BD. J[ns

3a00JI€BaHU XapaKTepPHBI TUIIEPMOOHIBHOCTE CYCTAaBOB, HEXHas, YPE3MEPHO DIACTUUHAS KOXKa,
CHIDKEHHE COCYAWCTOTO TOHYca, 3a0ojeBaHHWe IJIa3HOTO ammapaTta (0T MHONHH JIO OTCIIONKH
CEeTYATKH), CKOJIMO3 U KWJIEBUIHAS JiepopMalis IPYIHON KIETKH.
JluarHoctuka aHOMalMi pa3BUTHS COCAMHUTEIBHOW TKaHM Oa3upyercss Ha (H3MKAJIBHOM,
KIMHUYECKOM O0OC/IeIOBaHMM MAallUeHTa, W3Yy4EHUM CEeMEHHOro aHaMHe3a U MpPOBEACHHUU
TEHETHYECKOTO HCCIIEIOBAHUS.

5. lepBuunas unauapuas auckunesus (ML)
[Mpuuannoit popmupoBanus bD gBnsercs Hanu4ne BPOKACHHBIX CTPYKTYPHBIX H (DYHKIHOHAIBHBIX
QHOMAQJIMH PECHUTYATOrO SMUTEINS, NPUBOJAILEE K HAPYLIEHHUIO MYKOLMJIMAPHOIO KIMpeHca. Y
HaleHTOB YacTO BO3HHMKAIOT MH(EKIMOHHbIC 3a00JeBaHHMS KaK BEPXHEro (CHHYCHTHI, CpeiHHE
oTUThI), Tak U HwkHero otaenoB JII. IMLJ] Hacnemyercss HmpeMMyIIECTBEHHO IO ayTOCOMHO-
peleCCHBHOMY THITY, HO MOXKET OBITh JOMHHAHTHBIN TUIT HACJIEIOBaHUS U X -CIEIUICHHBIH. [le0loT
MOXKET NPHXOAUTHCA HAa PAHHHUU IOCTHATAIbHBIA NEPUOA, HPOSBILACh B BUAE PECIHUPATOPHOIO
JIICTPECC CHHAPOMAa HOBOPOXKIICHHBIX. «30JI0THIM CTaHAAPTOM SIBJISCTCS NCCIEIOBAHNE CTPYKTYPBI
PECHUYEK C TOMOILBIO 3JIEKTPOHHOW MUKPOCKOIIMH M MOJIEKYJISIPHO- TEHETHUECKOE HCCIIEJOBaHUE, a
B IIOCJICAHUE TOJbl JUIl CKPUHUHIOBOM AUArHOCTUKYU IPUMEHsETCs ONpeleieHHe OKCHUIa a30Ta B
BBIIBIXaeMOM  Bo3ayxe. YactHoit  ¢opmoit  III[J] sBmsercs cumapom  Kaprarenepa,
XapaKTepU3YOLIHICS 00paTHBIM PACIIOIIOKEHHEM BHYTPEHUX OPraHOB (Situs viscerum inversus).

6. MykoBuCHI103
BD y manmenToB ¢ MB dopmupyioTcs B paHHEM JIETCTBE M C BO3PACTOM HX KOJIMYECTBO 3aMETHO
BO3pacTaeT, Iprodperast pasHble GOpMBI OT IIIIMHAPHUECKUX OO MEIIOTYATHIX ¥ KUCTOIOJOOHBIX.

HJ’IS{ MalUEHTOB XapaKTCPEH TaK XKE paHHI/Iﬁ nebroT 33.6OJIeBaHI/I${, peUUANBUPYIOIIUE I/IH(beKHI/II/I
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BEpXHMX M HIDKHHX JIBIXaTEIBHBIX ITyTeH, BOCIAJICHHE, COMPOBOXKAAIOIIeeCMs 0Opa30oBaHHEM
BSI3KOTO TATYYEro CEeKpeTa, KOTOPBI 3a4acTyl0 HOCHT THOHHBIA XapakTrep. OCHOBHBIMU
BO30yIUTENSIMU HHPEKIIMOHHOTO TIporiecca npu MB sBisitorest S aureus u P. Aeruginosa, KoTopbiii
C BO3paCTOM HauMHAET MpeobiagaTs. Y HEKOTOPBIX NALUEHTOB B IIOCIEIHNE TOJbI CTAIH BBIACIATH
mrammel HTMB.  3onoteiM crampapToM B amarHocTuke MB  sBisiercss morosast mpoba u
TeHETUYECKOEe UCCIIeI0BaHHE.
7. llepBUyHbIE HMMYHOE(PUIHNTHI

INepBudaHbIE IMMYHHOIE(QUINUTHBIE COCTOSHUS MOTYT SIBUThCS OJHOM M3 HMpHYMH pa3BuTHA BD. B
3aBucuMocTH OT (opmsl IT1]] nebrot 3a001eBaHUS MOXKET IPOUCXOIUTH B JIF0OOM Bospacte. [Ipu
aToM aitsa GonbumHcTBa opm [TUJ] xapakTepHbI peluIUBHPYIOLIAE TOPIHIHBIE K CTaHAAPTHBIM
cXeMaM Tepaluu HHQEKIHU, B TOM YHCIIe CHHO-IIYJIbMOHAJIbHBIE. YUUTHIBASI PEJKOCTh ITATOJIOTUH,
HO3AHS IIOCTAHOBKA AMAarHO3a M II03/{HEE Hayalo IIATOreHEeTHYSCKOW Teparuy INPUBOAUT K
Pa3BUTHIO OPOHXOIKTA30B. YUHTHIBAs, YTO B KIMHUYECKOH KapTHHE HEPEIKO NPHUCYTCTBYIOT He
TONBKO HMHQEKIMOHHBIE TIPOSIBICHHS, HO M CHMITOMBI HMMYHHOH AMCPErysiuM (TemaTo-
cruieHoMeranus, auMdoanenonarus, B3K-nogoGHble cocTOSHUSA, ayTOMMMYHHbIE IPOSABIECHHUS U
Ip.), couetanue b ¢ Belmeyka3aHHBIMU MPOSIBICHUSAMU TpeOyeT BKIIIOUEHHS B U (HepeHIHATBHYIO
JUaTHOCTHUKY IIEPBHYHBIX HMMYHOAS(GHUIMTOB. TakuM manueHTam TpedyeTcs: KoHCyabmayus epaia
umMMyHono2a (annepeonoza-ummynonoza) (Ilpuem (ocMOTp, KOHCYNbTalUs) Bpaya-aJuleproora-
HMMYHOJIOTa NIEPBUYHBIH), onpedeieHue yposHel UMMYHO2I00YIUuH08 0cHO8HbIX Kaaccos (G, M, A,
E) (MccnenoBanue ypoBHS MMMYHOTIIOOYIHHOB B KPOBH) U cyononyasyuil T- u B-num@poyumos.
Dyukyuonanvre 1a60pamopHvie mecmvl NPOBOOAMC 6 PAMKAX AN2OPUMMOE 00C1e0068aHUs npu
omoenvubix ghopmax ITH/]. [{ns oxonuamenvhou eepuurxayuu ouazno3a yeiecooopasno npogeoenie
MONEKYIAPHO-2EHEMULECKO20 UCCE008AHUSL.

8. Jepunur ol -Anrurpuncuna (AAT).
Opnoit 3 nmpuunH passutust BD moxer ciayxute nepunut AAT. Cunres3 AAT mpoucxomut B

SMUTEINATBHBIX KJIETKAX PECIUPATOPHOrO TPAKTa M TenaToluTax. BeicBoO0kAasich B KpoBb, AAT
MHAKTUBHPYET IPOTEONUTHYECKUE (EpPMEHTHI JIEHKOLWMTOB, TIJAaBHBIM 0OO0pa3oM d3JacTaszy
HelTpodunos, obecreuuBas 3alIUTy anbBEO] M 3IaCTUYECKOr0 KapKaca MeXaJlbBCOJIIPHOIO
UHTEPCTUIMS OT MoBpexkaeHuA. Ecnu renerndeckas aHomanus AAT mpu mopakeHuM IEUCHU
MPOSIBUTCS Pa3BUTHEM (PHOPO3HOTO MpoLiecca, 9TO MOKHO HAOIIOAaTh B AETCKOI IO JISINH, TO IPU
BOBJICYCHHH B MPOLECC OJMUTEIHATBGHBIX KIETOK pPECIHUPAaTOPHOIO TPaKTa 3TO MPOSBUTCA
PEeLUANBUPYIOMNMH HHQEKIMOHHBIMU 3aboieBanusamu. [edumur AAT sBusercs AOCTATOYHO
pENKON TeHEeTHYECKOM MaTonoruei, TeM He MHEeee CYILIECTBYIOT KPUTEPHUM, IO3BOJIIOLIME €ro
3aI0/I03PUTh U OTIIPABUTH MAI[HECHTA Ha JalbHEelIee 00CIeJOBaHUE, B T.9., DCHOTUIIHPOBAHUE.

K xputepusam, No3BoSONMM 3a10103puTh gedunut AAT oTHOCSTCS:
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XOBJI cpenu MaueHTOB MOJIOZOTO Bo3pacTa (KypsIiue U HEKypSIIie)

Pannee nosiBiieHNE SM(pHU3EMBI JIETKUX

BponxoskTassl

BponxuanbHas actMa, TPyIHO OTBEYAOIAs HA JICYCHUE

Yacteie 060CcTpeHHs OPOHXUTA, THEBMOHUH

Brictpoe nporpeccusnoe cuumxenue ®BJI

XPpOHUYECKUH Kalllellb ¥ OJIbIIIKa

CeMelHbBIN aHaMHE3 3a00JIEBaHMH JICTKUX U IICUCHU

3aboieBaHKe MMEYCHN HESICHOTO TeHe3a

Hacnencreennsiit neguuut AAT

[MaHHUKYIUT / BACKYIHUT

PykoBozactBo ERS mo Benenuto nanueHtoB ¢ BD (netd u B3pocibie) peKOMEHAyeT 00ciieI0BaHKe
Ha nedumur AAT B ciaydae coyeranus OazanpHOI SMduzemsl ¢ BD. OxoHUaTeNbHBIN THAarHO3
YCTaHABJIMBACTCS NP ONPEAETICHHH KOIWYECTBEHHOTO conepkaHusi AAT B CHIBOPOTKE KpOBU U
FEHETHYECKOT0 00CIIeIOBaHMS MMAIUEHTA.

9. XpoHunyeckasi 06cTpyKTUBHAsI 60.1e3Hb Jierkux (XOBJI)
XpoHunyeckass OOCTPyKTUBHas OONe3Hb JETKMX - 3a00JeBaHHE, KOTOPOE XapaKTepU3yeTcs

MEPCHCTHPYIOIIUM OTPaHUYCHHEM BO3IYIIHOTO IIOTOKA, KOTOpOE OOBIYHO MPOTpECcCHpYeT U
SIBJISIETCS CIIEICTBUEM XPOHHUYECKOTO BOCHAIUTEIHHOIO OTBETA JbIXAaTENIbHBIX MYyTEH M JEero4Hoi
TKAaHU B OTBET Ha BO3JEHCTBHE MHTAJIMPYEMbIX MOBPEXKAAIOUIMX YaCTULl WM Ta3oB. B mocnennue
roapl, K coxanenuto, XOBJI craHoBuTCA maToONOTHEl mNpHCYHIEH MOAPOCTKAaM, BCIIEACTBHE
pacnpocTpaHeHHs CPEeAU HUX KypeHHs, B TOM YHCJIe B3IUHIOB. bnaromaps pa3BUTHIO METOJOB
BUy3anu3anuu b cranu BeIABIATHECSA My nanueHToB ¢ XOBJI, saBnssace cBoeOOpa3HBIM MapKepoM
Tspkesioro teueHust XOBJI. CornacHo mocieHUM KIMHUYECKUM PEKOMEHAALUsAM «XpoHUYecKas
o0CTpyKTHBHAsI 00JI€3HB JIETKUX», yTBepkaeHHBIX M3 P® B 2021 rony, muarHoctika 3a00IeBaHUs
OCYILIECTBIISICTCSI HAa OCHOBAaHMM cOOpa aHaMHe3a, ’kano0 MalueHTa, MPOBEACHHs HCCICIOBaHUSA
HECIIPOBOLIMPOBAHHBIX JBIXATEIbHBIX 00BEMOB M IIOTOKOB (CIIUPOMETPHH ) UTS BEISIBIICHHUS M OLICHKU
CTEMICHN TSDKECTH OOCTPYKIIMM JIBIXaTENbHBIX MyTEH, MPOBEACHUE PEHTTeHOrpaduu OpPraHoB
IpyIHON KJIETKU B IEpeJHENH NPAMO IPOEKLHUH.

10. Annepruyeckuii GpoHxoserounblii acnepruiies (ABJIA).
OTHocHTCS K HEHHBAa3HBHBIM (opMaM MHKO3a, KOTOpas XapaKTepu3yeTcs, B TOM YHCIE

(hopMupOBaHUEM B pe3yibTaTe IMEPCUCTUPYIONIETO BOCTIANICHHE, HEHTPaThHEIX bBD. C ximHIYecKoi
touku 3peHuss ABJIA mnpexacraBiser co0oi OOCTpYKTHBHOE 3a00JICBaHHE JIETKUX, KOTOPOE

XapaKTepu3yeTcs BBICOKOW 303MHO(HINEH, TOTpeOHOCThIO B BhICOKHX n03ax KI'C — mpemaparos,



TYyCTOTO BSI3KOTO cekpera B Oponxax, ¢opmupoBanneM bBD. CormacHo CcoBpeMEHHBIM
MpeJCTaBIeHUsAM, kKpuTepuu nocranoBku /13 ABJIA cnemyromme:

1) OpoHxuanbHas 0OCTPYKIIHMS MU30ANYECKAs MITU TIOCTOSIHHAS;

2) s03uHOpUINS IepUdepUIecKoil KPOBH;

3) 503UHO(UINS MOKPOTHL M OPOHXO0AIILBEOJISIPHOTO JIABAXKA,

4) OJIOKUTEIIbHbIE CEPOJIOTHUECKUE IPOOBI C aCIIEPrUILIE3HBIM AHTUTCHOM;

5) monoXuTeNnbHBIE KOXKHBIE IPOOEI ¢ aHTUTeHOM Aspergillus;

6) 1eTydne uian OCTOSIHHBIE HH(MIBTPATHI B IETKHX (PEHTT€HOIOTHIECKH);

7) ueHTpaabHble OPOHXOIKTA3BI;

8) pe3ko NoBbIMIEHHBIH ypoBeHb obmiero IgE B kpoBw;

9) nanmuuue criennduueckux IgE- n/umu IgG-anturen k acnepruuiam;

10)KyIbTYpaibHO BBIICICHHBII 1 HACHTH(HUINPOBAHHBIH BO30YIUTENb (aCICPrHILIBI)
[Anneprugeckue 6onesnu. uarnoctuka u neuenne / nox pex. [larrepcon P. u coat. M.: TDOTAP
Menurmuna, 2000; Osoreda H., Kobayashi H., Kanoh S. et al. Analysis of endobronchial aspergillosis
in patients without obvious systemic predisposing factors// Nihon Kokyuki Gakkai Zasshi, 2009; 47
(8): 669-67; Shah A., KalaJ.,, Sahay S. et a. Frequency of familial occurrence in 164 patients with
allergic bronchopulmonary aspergillosis// Ann Allergy Asthma lmmunol, 2008; 101 (4): 363-369.].

11. AcnupanuOHHBINH CHHAPOM
Acnupanys ONpenesseTcs Kak ciydaiHoe MonajgaHue Opo(apHHTealbHOrO0 HJIH JKEIYJZO0YHOTO

COJIEPKUMOTO (IHIOTEHHBIX CYOCTAHIMI) WM KHUIKOCTH M TBEPABIX YaCTHIl (DK30TCHHBIX
cyOCTaHIMi) B HYKHHE [bIXaTelIbHbIC MyTH. Yalie BCero MPOMCXOAUT aCIUPALHs COIACPKUMOTO
POTOBOI1 MOJIOCTH ¥ HOCOTJIOTKH.

DaKkTOpaMu pUCKa, MPUBOAALIMMU K aCIHUPALUOHHOMY CHUHAPOMY SIBISIOTCS: CHMXKEHHE YpPOBHS
CO3HAHWs, HEBPOJOTHYECKHE 3a0oyieBaHusi (B T.4. COMPOBOXIAIOIIMECS OyIb0apHBIMH U
rceB100yIb0apHBIMH PAaCCTPOWCTBAMH), HApYIIeHHE TIoTaHust (aucharus), HapyIIeHne GyHKIHA
KapAnaJbHOrO CUHKTEpa MHIIEBOIA, 30HI0BOE NMUTAHWE, HHTYOALUs TPaxeH, aHEeCTEe3Us TIOTKH,
PBOTa, ATKOTOJIN3M, IIJIOX0€ THTHEHHIECKOE COCTOSIHHUE MoJIoCcTH pra u ap.[ Bartlett J.G. Aspiration
pneumonia in adults. UpToDate. Last literature review for version 16.1: 2008; Cassire H.A.,
Niederman M.S. Aspiration pneumonia, lipoid pneumonia, and lung abscess. In: Baum G.L., Crapo
J.D., Cdli B.R., Karlinsky J.B., eds. New Y ork: LippincotRaven; 1998. 645-655;].

st nmereil OCHOBHBIME (DaKTOPaMH PHCKa SIBISIFOTCS MOPOKU DPA3BHUTHS JbIXAaTENbHBIX ITyTel
(atpe3ust THIIEBONA, TPAXEONHIIEBOAHBIE CBHINA M [p.), HEBPOJOTHYESCKHE HAPYLICHHS
(Oynb0apHbIiA, 1ceBIO0YIEOAPHBII CHHAPOMBI U OOIIEMO3roBas HEBPOJIOTHYECKAsi CHMITOMATHKA,
HarpuMep, CHHIPOM YTHETeHHs Ha (DOHE JIEKAPCTBEHHOM nenpeccuu). [IpOBOLUPYIONIYIO PO

UTPAIOT MeXaHuueckue (aKTophl (HA30TacTpalbHBI 30HA, OJHJOTpaxeanbHas HHTyOaIus,
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Tpaxeoctomusi). Ho ocoboe 3HaueHnme mnpuobOperaer ractpodsodareanbHeiii pedroke (I'OP),
MaHH(ECTHPYIOMUI CHHAPOMOM CPBITUBAHHS W PBOTHI MPH KOPMIICHUH WM TIpreMe JekapcTs [F.
Ringshausen, A. de Roux, R. Diel, D. Hohmann, T. Welte, J. Rademacher. Bronchiectassin Germany:
a population-based estimation of disease prevdence ERJ;.2015;46:1805-1807]. IloctHaTanbHas
acnupalys 4acTo CBsi3aHa ¢ HapymeHueM TexHuku xopmiuenus. [ H.C. 3aiiuesa, T.JI. bopucosa,
M.B. becenuna, O.B. 3aiinea, JL.I'. Tunmukuna, E.B. Epumosa, E.A. Monoa, E.P. Pagumosa.
AcTHpaoHHBIN CHHAPOM Y eTel mepBoro roxa xusHu. [lemuarpus. 2017; 96 (2): 13-18; 3axaposa
W.H., Aapproxuna E.H. CHHApOM CpEITHBaHYS U PBOTHI y JIeTeil paHHeTo Bo3pacTa. [lenuarpudeckas
dbapmakonorust. 2010; 7 ( 4): 106-1]

Acnupaiyst MOXeT NMpoTeKaTh 0e3 PecIMpPaTOPHOW CHUMITOMATHKH, HO y YacTH HAllUEHTOB OHA
IOPUBOJUT K MEXAaHUYECKOI 00Typaluu MpOCBeTa IbIXaTENbHBIX IYTEH, BbI3bIBATh XMMUUYECKHUN
ITHEBMOHUT U aCNUPAIMOHHYIO IHEBMOHUIO. Pe3ynbTaToM OTpULIATENbHOIO BIUSHUS aCIUpalliY Ha
JBIXaTeIbHBIE ITyTH MOXKET SIBUTHCS (hopmupoBanne bD.

JlnarHo3 yCTaHABIHBACTCA C yYeTOM HMEIONIMXCS (PAaKTOPOB PHCKA PA3BUTHUS ACTIMPAIHOHHOTO
CHHIpOMa, aHaMHe3a 3a0oyeBaHus, KIMHUYECKOW KapTHHBI, ayCKyJbTallMU JIETKHX peOeHKa
TPYAHOTO BO3pacTa I0 M IIOCIE KOPMIICHHS, NMPOBENEHUS OOCIENOBaHUS, B IEPBYIO OYEpenb,
MO3BOJISIOIIEro JAuarHoctupoBars natosnoruto co croponsl XXKT (OI'/IC), a Tak ke Haiuuue B
JIaBXKHOW >KMJIKOCTH JIUMUIOCO/ICPIKALINX MaKpo(daroB, IOATBEPKAAIONMX (HaKT aCIUPALIIH.

12. Hety6epKyJie3Hblii MUKOOAKTEPHO3
BocnanurensHoe OpoHXONETOYHOE 3a00J€BaHHE, KOTOPOE BBHI3BIBACTCA HETYOPEKYJIE3HBIMH

MHKOOaKTepHsIMH, BXoasmMu coctaB Micobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC), B pesynbTaTe uero Bo3smMoxHo popmuposanue B3, Kinunudeckue
CHMIITOMBI MI/IKO63KTepI/IO3OB JICTKHUX HOJ'II/IMOpq)H]:I, HeCHeLIqu)PI'-{H]:I U CXOOHBI C CUMIITOMaMH
OonpIIoro umWcia 3a0oyieBaHWil, B TOM uYmcie W TyOepkyine3a serkux. HambGonee dgacto
BCTPEYAFOTCS JKAIOOBI Ha JUTUTENBHBIN HENPOIYKTHBHBIN Kallesb, OBIIKY MPH HU3NUECKOM
HarpysKke, peIKue 3M130/161 KPOBOXAPKAHBs U JIUXOPAIKy, HOYHbIC ITOTHI, CHIDKCHHUE alllleTUTa 1
Macchl Tena, cl1abocTh M YTOMISIEMOCTh. MHKOOAKTEpHO3bl JIETKMX HEPEIKO COYETAIOTCS ¢
3a00/IeBaHUSMU  JIETKHX: XOBJI, OpOHXOIKTa3bl,  ITHEBMOKOHHUO3. Ot1cyTcTBHE
IIAaTOTHOMOHHWYHBIX CHMIITOMOB [IJIA MI/IKOGaKTepl/IOSa NPpUBOAUT K H03ﬂﬂeﬁ Bepn(bnxauml
JIMarH03a, KOTOpas MOYKET COCTAaBIIATH OT 2 H OoJiee JIeT.
B cBsi3u ¢ HeCIEMU(PUIHOCTHIO CHMIITOMOB, TIOCTaHOBKA /{3 3aTpyaHUTENbHA. [{JI THarHOCTHKH
IpeAaraeTcs UCIOoIb30BaTh KIIMHUIECKUE KPUTECPHH:

* Hanmume cuMnToMoB 3a001eBaHUS JTETKHX.

* Hanunurie 04aroBbIX WM MOJOCTHBIX U3MEHEHHUIT HA PEHTICHOTPAMME WITH BbIsSBICHHBIX Tpu KTBP

Myannd)oxaanmx 6p0HOX03KTa3OB B COUCTaHHUU C MHOKXCCTBCHHBIMHU MCJIKUMHU OdaraMu.
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» O60CHOBaHHOE TOJKHBIM 00pa30M HCKITIOUSHNE HHBIX JHAarHO30B
1 MHKPOOHOJIOTHYECKNE KPUTEPHH:

e bBouee 2 nonoxurenbHbIX NoceBoB MOKpoThl HA HTMB 13 pasubix npo0. *
* 1 monoxurtenbHbIil moceB Ha HTMB BAJI mimit npoMBIBHBIX BOJ OPOHXOB.
» T'mcromaronormyeckue HM3MEHEHUS B TPAHCOPOHXHAJIBHOM WJIM WHOM OHONTAaTe JIETKOTO
(rpanynemaro3Hoe BocraneHue win Hanmarne KYM npu monoxkutensHoM nocee Ha HTMB.

Kommenmapuii: 3navumeimu kpumepusmu mukobaxmepuosa y nayuenmog ¢ MB agnaiomcs
cnedylowue pe3ynbmamsl Mamepuana u3 ObiXameibHblX nymei. NoI0JICUMEeNbHbIN pe3ylbmanm Ha
Hanuuue xKucromoycmouuugvix 6axmepuii (KYb) npu mukpockonuu npenapamoe ¢ OKpackou no
Humo-Hunvceny unu  momunecyenmuvimu  kpacumenimu (Mukpockonuueckoe uccredosanue
Mokpomul Ha muxobaxkmepuu (Mycobacterium spp.), namuuue pocma HTMB na numamenvhbix
cpeoax u noomeaeparcoenue 00HO20 U MO20 JHce 8U0a MUKOOAKMEPULL KAK MUHUMYM U3 08YX 00pasyos
(Muxpobuonozuueckoe (Ky1bmypaibHoe) uccae008anue MOKpomsl Ha a3pooHbie u PaKyIbmamueHo-
AHAPOOHbIE MUKPOOP2AHUZMBL).

13. UHopoaHoe Tes1o OpoHXxa.

Acnmparust uHOponHoro tena (WT) B OpoHxu Moker OBITh mpuunmHON (opmupoBanus BD.
BrprxaHue HHOPOJHOTO TeJa Yalle BCEro BCTpedaeTcs y AeTe 10 5 neTHero Bo3pacTa. Knmamdaeckas
kaptuHa T GpoHX0OB MOXeT OBITh pa3HOOOPA3HOH U 3aBHCETh OT XapakTepa HHOPOJHOTO TeNla, ero
(hOpMBI ¥ BETHYMHBI, JOKAIN3ALUK U JUIUTEIBHOCTU TPeObIBaHUS B JbIXaTeIbHBIX MyTsx. Ilocme
¢ukcanmu UT B OpoHXe MOXET OcTaBaThCsl Kallenb, KOTOPBII BHadaje HOCHT CyXOW XapakTep,
CTAQHOBSCh BIIOCIIEJICTBHU BIJIAXKHBIM, BO3MOXKHA OJBIINIKA HpH oO0Typamun KpymHoro Oponxa. Kak
npaBuiio, UT OpoHxa OCIOXKHAETCS aTeNIeKTa30M, THEBMOHHMEH U ()OPMHUPOBAHHEM OPOHXO0IKTa30B,
ecIM HEe yJaaeTcss MOCTaBHTh AWArHo3 cpasy u ymamute WT. BocmammrensHble mporecchl B
OpOHXOJIETOUHOM arapare OyAyT OTJIMYAThCS JOCTATOYHO YIOPHBIM TEYEHHEM, HECMOTps Ha
aHTuOakTepuanbHyto Tepanuto. JluarHo3 NT OpoHXOB ycTaHaBIMBaeTCs IOCIE INPOBEICHUS

TPaxeoOPOHXOCKOIHHL.

14. Ty6epkyJie3 Jerkux.
Crienngmryeckoe BocnajJcHHEe OPOHXOB IPU TyOepKyIe3e MOXKET COMPOBOXKIAATECS (POPMUPOBAHIEM
B3. KnnHuyeckasl CUMITOMATHKA JOCTATOYHO HeCTlenU(pHUYHA U MOXKET BaPbUPOBAThH OT IIOJHOTO
OTCYTCTBUsI TpOsIBICHHII 3a00NeBaHMS [0 BBIPQXCHHBIX MPH3HAKOB MOPAKECHHUS HIDKHUX
JbIXaTeNbHBIX IyTed. OCHOBY JHMarHOCTHKM TyOepKyje3a OpraHOB [bIXaHHUS COCTaBIISICT
PEHTICHOJIOTUYECKUIT METOJ] MCCIeOBaHUs. PEHTICHONOrHYEeCKHe W3MEHCHUs Npu TyOepKyliese
MHOTrOOOpa3Hbl M OTPAXAIOT XapakTep MOP(OJIOTHYECKUX HM3MEHEHUH, IPOM3OLISIINX B

TMOpa’XCHHOM OpraHe. Bbll[eﬂﬂ}OT pAa PEHTICHOJIOTUYECKUX CUHAPOMOB, KOTOPBIC JIEXKAT B OCHOBE
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(opMHEpOBaHHS TIPEACTABICHUS O KIMHHYECKOH (opMme TyOepKynesa OpraHoB IbIXaHUS, (ase
TyOepKyJIe3HOTO IpoIecca, HAIMIHM OCIOXKHEHHH. OTO odaroBble TEHHW, IHCCEMUHAIWH,
3aTEMHEHHUS B JIETKUX Pa3In4HON (POPMBI M PaCIPOCTPAHEHHOCTH, HAJIMUHE ITOJOCTHBIX U3MEHECHUI],
MATOJIOTUYECKHE U3MEHEHUS CO CTOPOHBI KOPHEH JIETKUX M CPEIOCTEHHUs], U3MEHEHUS CO CTOPOHBI
IUIEBPEL.

ITpu BBISBICHUM U3MEHEHHUI, TIOIO3PUTENIBHEIX Ha TyOEpKyJle3 OpPraHOB JIbIXaHUs Hal[UEeHT JODKESH

OBITH HAIIPABIIEH HA KOHCYIbTAUIO K QTH3MATpy MUIs JadbHEeHIero oocaeI0BaHuysI.

|15. BponxunajibHas acTMma,

2.5.2 Koncynomayuu cneyuanucmos

e Pexomenagyercs Tmpd [IMAarHOCTHKE W BEACHHM MAalWeHTOB ¢ bBD  mcmosmbs3oBath
MYJIBTHIUCIUIUIMHAPHBIA TOAXO0A B BHAY TOr0, 4YTO JTHONOrHS bBD mmMpoko BapbHpyeT,
KJIMHAYECKAE MPOSBICHHS W OCIOXHECHUs AUKTYIOT HEOOXOOMMOCTh COBMECTHOTO BEICHHS
naigeHTa crequanicTamu pasusix npodumreit [Chang AB, Fortescue R, Grimwood K, Alexopoulou
E, Bdl L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, Midulla F, McCallum GB, Powell Z,
SnijdersD, Song WJ, ToniaT, Wilson C, Zacharasiewicz A, Kantar A. European Respiratory Soci ety
guidelines for the management of children and adolescents with bronchiectasis. Eur Respir J. 2021
Aug 26;58(2):2002990, McCallion P, De Soyza A. Cough and bronchiectasis. Pulm Pharmacol Ther.
2017 Dec;47:77-83).

YYP-C,¥I1-5).

Kommenrapun: nayuenmog ¢ BD nabaiooaem 8pau-nyibMononoe (W/uiu, 8 0emcKkol npakmuxe,
epay-neouamp, 60 83poCioll — 6pay-mepanesm,), uHO20d — BpAU-UHMEKYUOHUCT a MAKdHce 8pal-
2eHemUK, 8pay - CypO0L02-0MOPUHONAPUHL0L02 —NPU HEOOXOOUMOCIU KOHMPOJSL CLyX080U (PYHKYUU
Y RayueHmos, ROAYHAWUX npenapamsl, 061adauue OMOMOKCUYHOCMbIO 6pay No Je4eOHol
Quskyromype (uiu 6pai no MeOUYUHCKOU peaburumayuy, umu epay—@usuomepanesm uiu
CHeyuanucm ¢ 8vlcuuM (HemMeOUYUHCKUM) 06pazoeanuem (UHCIMpPYKMOp—Memooucm no e4ebHoul
Quskyromype, unu CReYuanucm co cpeoHum npopeccUOHATbHLIM (MEOUYUHCKUM) 00pa3oeanuem
(uHCmpyKmop no ieue6Hou Qu3KyIbmype, MeOUYUHCKAsL CeCmpa nNo MAccaicy, MeOUYUHCKas cecmpa
no Qusuomepanuu) - 0 00yHeHUs UHSAIAYUOHHOU MePanuy, KUHe3Umepanuu, OblXameibHblLMu
mpenagicepamu, KOHCYIbmayusi 6pava—Kapouono2d (6paua- 0emcKo2o Kapouoioaa) npu Haiusuu/c
yenvio npoPUIAKMUKY  OCTOICHEHUIL CO CMOPOHbL Cepoya Ne204HOU 2unepmeH3ul (1e204Ho20
cepoya), KAUHUYECKO20 hapmMaxonoza ONsi peuwleHuss CIOJICHbIX BONPOCO8 NO Mepanuu u
npeodomepaweHuio/NeYeHUio HeNCeNAMeNbHbIX SGNCHUL IeKapCMBEHHOU Mepanui, KOHCYIbMAayuu

6paqa-quu3uampa npu ouazHocmuke u mepanuu j1e2co4Hoco MuK06aKmepu03a, KOHCYIbmayust
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Ao6aBneHo npumevanme ([Us1]): Jlonucars uro-1o0 Min
MOKa OCTaBUTH?

[o-rq)opnamposauo: PYCCKMIA, HE BblAeneHue LiIBETOM




8paya-xupypea/spaia-0emckoz0  Xupypea/mopaxkaivHo2o  xXupyped, c€o  cheyuanusayuei  no
mpaucnianmono2uu, u Op. No KiuHuueckou neobxooumocmu. Kowncynemuposanue epauamu-
cneyuanucmamu 6 npoyecce OUHAMUYECKO20 HAONIOOeHUs  OCyuecmeisemcs no mepe

Heobxooumocmu.

3. Jleuenne, BKJIIOYAS MeIMKAMEHTO3HYIO 1 HEMeUKAMEHTO3HYI0 TePannu,
AUeToTepanuio, 00e3001uBaHNe, MeTHMIIUHCKUE MOKA3aHUS U
NMPOTHUBONOKA3AHUS K MPUMEHEHHI0 METOI0B JIeUeHU sl

Hp06neMa 6p0HX03KTaSOB HaXOAUTCA Ha CTBIKC HHTECPECOB NEAUATPOB U TCEPAIICBTOB.

I/I3BCCTHO, 4qTo 6p0HXO3KTaSbI, JAUArHOCTUPOBAHHBIC Yy B3POCJIbIX, HEPEAKO BO3ZHHUKAKOT B JETCKOM

BO3pacTe.

OCHOBHBIMU LIEJISIMU Tepanuu npu b3 sBistores:

- ONTUMU3AIHS POCTA JIETKUX (y IeTeit)
- OIITHMHM3 AU (l)yHKLII/II/I JICTKHUX
- MUHUMMU3ALUA BOCITAJIINTCIIbHBIX H3MEHEHUH
- IOAACPIKAHUE ONTUMAJIBHOI'O Ka4€CTBA XXU3HU
- sreuenue ero obocrpenus [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, Paediatric Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst Eber,
Fabio Midulla2021 European Respiratory Society 915P].

Taxkoit NOAXO0A MO3BOJIAET MPEAOTBPATUTL WJIKM 3aMEIJIUTL IPOrpeCCUpOBaHUA 60J'I63HI/I,
YIAYyHIIUTh KIIMHUYECKOE€ COCTOAHUE U Ka4€CTBO JKHU3HU NMallUEHTa C 6p0HX03KTaSaMI/I.
B BOIIPOCE JICYECHHUSA NNAITUEHTOB C BO B TIOCTICAHUE TOABI IIPEATIOYTCHUE OTAAETCSA KOHCEPBATUBHBIM
METOAaM TEpamnuu, KOTOPBIE HAIMpPaBJICHbBI Ha IIOHAaBJICHUEC I/IHCI)GKLII/II/I U BOCCTAHOBJICHHUEC

OpOHXHUAIIBHON MPOXOIUMOCTH.

CoBepIICHHO OYEBHIHO, YTO 000CTPEHNE XPOHHIECKOTO OPOHXOJIETOYHOTO Mporiecca npu b3
UTpaeT ONMPEIENSIONIYI0 POJIb IPH HAOIIOACHUH MAIMSHTOB, OJIHAKO BOIPOC ONPEACICHUS TIOHATHS
«00OCTPEHHE» IO CHX TIOP OCTACTCS AUCKYTA0CIbHBIM.

Tak, cormacHo mocienHemy PykoBoxactBy EBpomeiickoro pecrnupaTopHOro oOIiecTBa IO
Benenuro aereit u noapocrkos ¢ b3 [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L,
Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, McCallum GB, Powell Z, Snijders D,
Song WJ, ToniaT, Wilson C, Zacharasiewicz A, Kantar A. European Respiratory Society guidelines
for the management of children and adolescents with bronchiectasis. Eur Respir J. 2021 Aug

49



26;58(2):2002990] o6ocTpeHHEeM PEeKOMEHIOBAHO CYUTATh YCHICHHE PECIUPATOPHBIX CHMIITOMOB
(IpenMyIIeCTBEHHO yCHJICHHE KAl C yBETHYCHHEM HIN 0e3 yBeNHYECHHs KOJIMYECTBA MOKPOTHI
W/UIM ee HAarHoeHus) B TedyeHHe >3 pHeld. [lpyrue BaxHble, HO MEHEE pPACIHPOCTPAHEHHBIE
pecnupaTopHble CHMIITOMBI, TaKHe KaKk KPOBOXapKaHbe, O0JIb B TPYAH, OABIIIKA U XPHIIBI, MOTYT
OTCYTCTBOBaTb. AyCKyJIbTaTUBHbIC U3MEHEHUS U U3MEHEHUS HA PEHTI€HOrPaMMe OpraHOB I'PyAHON
KJIETKH HE BCErJia MOTyT OTMEYaThCsl IIPH 000CTPEHHH, a 00IIe CUMITOMBI (JINXOpajKa, yCTanoCTh,
HEJIOMOTaHHe, H3MEHEHHUE MTOBECHHS 1 alllieTHTa peOeHKa) MOTYT NIPEABEIIaTh HA4aao 000CTPEHNS,
HO HE SBIIOTCS CHEeMU(UIHBIME NpU3HAKaMH. Mapkepsl KpoBH (HampuMep, MOBBHIMICHHBIH C-
pEaKTUBHBIA O€NOK, HEUTPOQUINA U HHTEPICHKUH-0) CIIy>KaT MOATBEPKAECHHEM OOOCTPEHUs,
OJTHAKO 3TH TOKAa3aTeJI MEHEE BaXXHBI JUIA ONPE/IE/ICHUS] TAKTHKY BEJICHUS MAllUeHTa.

B 2010 roxmy PykoBomctBo bpuTaHckoro TopakalbHOro oOIIeCTBa Aal0 OIpEeNICHUE
oboctpenust B y B3poCIHBIX, KaK «yXYALICHHE PECHHPATOPHBIX W/UIM OOIIMX CHMIITOMOB, IIpU
KOTOPBIX HEOOXOAWMO Ha3HaueHWe aHTuOWMoTHKOoTepamum». Omnako, B 2017 romy rpymma
Hcclie[oBaTesnell mepecMoTpera onpeieNieHie 000CTPEHNS C HCTIOIb30BaHueM MeTomonorun Jlendmu.
Temneprs obocTpeHue ciaeqyeT JUarHOCTUPOBATh Ha OCHOBAHUM YXYJUICHUS B TeueHue 48 yacoB y

MaIHeHTOB ¢ OpOoHX09KTa3aMu 3-X U Goee KIIIOUEBBIX CUMIITOMOB, TaKHX, KaK:

1) Kamrenn

2) O0bEM H/UITH Ka4eCTBO MOKPOTHI

3) 'HOMHBII XapaKTep MOKPOTHI

4) OnplKa 1/MIM HEIepeHOCUMOCTb (PU3HUECKOI Harpy3Ku

5) Ycranocts u/unm obiee HeJOMOTraHHe

6) KpoBoxapkanbe

Ha OCHOBAHHH YEro JICUAIMi Bpad OnpenesieT HeoOX0JUMOCTh H3MEHEHHUS JIeueOHOM TaKTHKH.

. Pexomennyercss mnanuentam ¢ bBD mpoBomuTh JieueHHe 3a00JIeBaHUS, SIBISIOLIETOCS
OTHOJIOTHYCCKHUM q)aKTOPOM XpPOHUYECKOI'O 6p0HXOJ’IeI‘O‘{HOFO 3a60HeBaHI/I}I, C ICJIIBIO CHUXKCHUA
YacTOThI OGOCTpeHI/I, YIYUYIIECHUA KadyeCTBa JXWU3HU MW NPEAOTBPALICHUA ITPOrpEeCCUPOBAHUA
3aboneBanust [Chalmers JD, Polverino E, Aliberti S, eds. Bronchiectasis (ERS Monograph).
Sheffield, European Respiratory Society, 2018].

YYP-C, YA -5)
. ITpu nerxom TeyeHMH OPOHXOAIKTA30B (OTCYTCTBHE KPYIJIOTOAWYHBIX CHMITOMOB, PEIKHE

06OCTpeHI/I}I) TMalUEHTbl HE HYXIAr0TCsI B eKeTHEBHOU HeKapCTBeHHOﬁ Tepanunu U E€XKECAHEBHOM
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HCIIOJb30BaHHN METONUK OPOHXMAJBbHOTO KJIMPEHCA; Takas Tepalus PEKOMEHAOBaHA TOJBKO BO
Bpemsi oboctpenus [Chalmers J.D., Aliberti S, Blasi F. Management of bronchiectasis in adults.
Eur.RespirJ. 2015; 45: 1446-1462; DOI: 10.1183/0903193.00119114, Management of
bronchiectasis in children without cystic fibrosis https://www.uptodate.com/contents/management-
of-bronchiectasis-in-children-without-cystic-fibrosis (last updated: Sep 21, 2021) ].
YYP-C. VAA-5
Kommenmapuu. pgexmusrnocms maxozo nooxooa He uzyuanacs 8 KIUHUYeCKUXx UcCi1e008aHusx, d
6 aumepamype omcymcmeyem OOKa3amenvHas ungopmayus o e2o yenecoobpaswocmu. Tem He
MeHee, OH NO38OJsien CIMPYKMYpupo8ams 00CMAamo4Ho 00nbuol 00vem mepanuu, npeoiaeaemo
015 Nledenusi OONbHbIX ¢ OPOHXOIKMA3AMU U  CHUBUMb DUCK  USTUWMHUX HASHAYEHUU U
HeOOOCHOBAHHO20 NPUMEHEHUSL MeMO008 NIeKAPCMBEHHOU MePAnui.

OCHOBHBIE IIPHHIIUIIBI BEICHUS TAIIMEHTOB ¢ OPOHX0IKTa3aMU BKJIIOYAIOT JICYEHHE OCHOBHOIT
HPUYUHBI, MOHUTOPUHT aKTUBHOCTH 0OJIE3HHU C UCCIIEIOBAaHUEM JICTOYHOH QYHKIIMH U PETYJIAPHBIMU

MMOCEBaMM MOKPOTBI, METOABI OYMCTKU AbIXaTECIBHBIX HyTCﬁ M JICUCHHE aHTHOMOTHKAMHU (Ta6n. 2)

Ta6uua 2. TakTuka BeIHUS MAEHTOB ¢ OPOHX0IKTAa3aMHU.

TpuHIHIB KoHnkpeTtHbie cocTaBmsionume
Jleuenne ocHOBHOI Hanpuwmep, neuenue ABJIA, 3amecTuTeNbHAS TEpaus
TIPAYIHHBI MMMYHOTIIOOYJIMHAMHY, JIe9€HHE PEBMATOUIHOTO apTPUTa WITH

BOCITAJIUTEIHLHOI0 3a00JI€BaHMS KHIIEYHUKA

MOHHUTOPHHT aKTHBHOCTH | EXeroiHblii KOHTPOJb JIErOYHONW (GyHKUHH (CIIHPOMETpHS)
GoJe3HH [Martinez-GarciaMA, de Gracia J, Vendrell Relat M, Girén RM,
Maiz Carro L, delaRosa Carrillo D, OlveiraC. Multidimensional
approach to non-cystic fibrosis bronchiectasis: the FACED score.
Eur Respir J. 2014; 43(5): 1357-1367]

PCFyJIHpHBIC IIOCEBBI MOKPOTBI JJIsL ONpEACICHUA
KOJIOHU3UPYIOIIUX MUKPOOPIraHU3MOB H yCTOI\;I‘-II/IBOCTPI K
HpOTI/IBOMI/IKp06HLIM npenaparam CHCTECMHOI'O HeﬁCTBHH
(naumeHoBanue yciyr cM. B pazneie 2.3.1) [King PT, Holdsworth
SR, Freezer NJ, VillanuevaE, Holmes PW. Micrabiologic follow-
up study in adult bronchiectasis. Respir Med. 2007; 101: 1633-

1638]
MeTo/b! OUUCTKH JleueOnast u3KynbTypa NpH 3a00JICBaHHAX OPOHXOIErOYHOMN
JBIXaTEeIbHBIX Ty TeH cucrembl, J[pIxaTenpHble yrnpaxkHeHHs ApeHupyomue [Lee AL,

Burge AT, Holland AE. Airway clearance techniques for
bronchiectasis. Cochrane Database Syst Rev. 2015; (11):
CD008351.

]
IMocrypanshas koppekuusi ([ToctypanbHbii npeHax) [Eaton T,
Young P, Zeng |, Kolbe J. A randomized evaluation of the acute
efficacy, acceptability and tolerability of flutter and active cycle
of breathing with and without postural drainage in non-cystic
fibrosis bronchiectasis. Chronic Respir Dis. 2007; 4: 23-30]
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TpeHamepLI JAbIXAaTCIIBHBIC (C ITIOJIOKUTCIJIBHBIM JJABJICHUEM HA
BBIJI0XE), Hanpumep, TpeHaxep AbIXaTebHbIi C IEPEMEHHBIM
HOJI0XKHATEIbHBIM AaBieHrueM Ha Beiioxe PARI o-PEP tum 018,
Akarernia 4oiic

Figueiredo PH, Zin WA, Guimaraes FS. Flutter valve improves
respiratory mechanics and sputum production in patients with
bronchiectasis. Physiotherapy Res Int: JRes Clin Phys Ther. 2012;
17: 12-20.

Patterson JE, Bradley JM, Hewitt O, Bradbury I, Elborn JS.
Airway clearance in bronchiectasis: a randomized crossover trial
of active cycle of breathing techniques versus Acapella
Respiration. 2005; 72: 239-242.

Murray MP, Pentland JL, Hill AT. A randomised crossover trial
of chest physiotherapy in non-cystic fibrosis bronchiectasis. Eur
Respir J. 2009; 34: 1086-1092.

AHIIapaT BBICOKOYACTOTHOM OCHHUJIIAIU N prHHOfI KJICTKH
[Nicolini A, Cardini F, Landucci N, Lanata S, Ferrari-Bravo M,
Barlascini C. Effectiveness of treatment with high-frequency
chest wall oscillation in patients with bronchiectasis. BMC Pulm
Med. 2013; 13: 21].

3 - 7% runepTOHMYECKUN PacTBOP HATPUS XJIOPHIA B KauecTBe
MoOHoTepanuu kenarensHee ¢ 0,1% HaTrpueMm ruanypoHaToM
[denucoa A.P., KonmocoBa H.I'., I'pebeneBa W.B., [lenucosa
B.1., I'myxoBa  M.B.,  Jlypse E.B. IIpumenenue
THIIEPTOHUYECKOT0 PacTBOpa y JAETeH C OCTPhIM OpOHXUTOM.
MenuuuHCKAl COBET. 2021;(17):78-84. https://doi.
0rg/10.21518/2079-701X-2021-17], TIPUMEHSAETCS
MHTIUOHHO uepe3 HeOynaifzep mo 5 M 2 pasa B JIieHb,
yIydIaeT KIUPEHC ABIXaTeNbHBIX IyTeH M sBIsieTcs 0a3sMCHOM
MYKOJUTHYECKOH Tepamued ¢ OBICTPBIM MYKOJIMTHYCCKHM
s dexrom. Taxke MOXKET IPUMEHSATHCS 2-3% THIIEPTOHHYECKHI
pacTBOp HATPUA XJIOPUIA, OCOOEHHO Y IeTeH MTaflIero Bo3pacra,
y TAIMEHTOB CTApIIEro MOKOJEHWs M JUIi Ha3aJbHOTO JyIa
[Nicolson CH, Stirling RG, Borg BM, Button BM, Wilson JW,
Holland AE. The long term effect of inhaled hypertonic saline 6%
in non-cystic fibrosis bronchiectasis. Respir Med. 2012; 106: 661-
667].

IIpoTtuBoBOCHaNMTENBHASL
Teparus

JlnuTenbHble Kypchl MakpoJIMJIOB B CYOHMHTHOUPYIONIIMX J103aX
Gao YH, Guan WJ, Xu G, Tang Y, Gao Y, Lin ZY, Lin ZM,
Zhong NS, Chen RC. Macrolide therapy in adults and children
with non-cystic fibrosis bronchiectasis: a systematic review and
meta-analysis. PLoS One. 2014; 9(3): €90047.

Jleuenne aHTHOMOTHKAMHU

Jleuenue obocTpeHuit

Hert panioMu3upoBaHHBIX KOHTPOJIUPYEMBIX UCCIIEIOBAHUN 110

JICYCHUIO 000CTPEHH OPOHXOIKTA30B aHTHOMOTHKAMHU

Br160p mpoTHBOMHUKPOOHOTO MpernapaTa CHCTEMHOTO ACHCTBUS
Ha OCHOBaHHH BBISIBIICHUS TATOTE€HHBIX MHKPOOPTaHU3MOB ¥ UX
JyBCTBHTEIEHOCTH

IloceB MOKPOThBI JOJKEH OBITH IIPOBEJCH 10 Ha4dajia JICUCHUS

Opamukanust P. aeruginosa [White L, Mirrani G, Grover M,
Rollason J, Madin A, Suntharalingam J. Outcomes of
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Pseudomonas eradication therapy in patients with non-cystic
fibrosis bronchiectasis. Respir Med. 2012; 106: 356-360.

PerynsapHoe mpoBeneHne NPEBEHTUBHOH aHTHOAKTEpHAIbHOU
TEpaluu — IO IMOKa3aHUusAM

[Nanuentam, umerOIUM Tpu U OoJsiee 000CTpPEHUSs B o/,
TpeOYIOIMX MPOBEACHUS aHTHOAKTEPHATEHOMN Teparuy WId
IMmanyueHTaMm, y KOTOPbIX MEHEC TPEX O6OCTpeHPII>'I, HO C TSDKCJIbIM
UX TEUYCHUEM, CIICAYET paCCMOTPETHL BOIIPOC O JJIUTCIBHOM
HaszHayeHun antuonoTrkos [Pasteur MC, Bilton D, Hill AT.
British Thoracic Society guideline for non-CF bronchiectasis.
Thorax. 2010; 65(7): 577.],

3.1 KoHcepBaTHBHOE JIeUeHHE

3.1.1 Omkas om Kypenus

o HaHI/IeHTaM C 6p0HX03KTa3aMI/I PEKOMEHAYETCA OTKa3 OT KypE€HUsI KaK aKTHBHOI'O, TaK U
[IACCHBHOTO, T.K. KypeHHE NPHBOAUT K YXYALICHHIO COCTOSHMA JIETKHX M CHOCOOCTByeT Ooiee
gactbiM oboctperusam [Chalmers J.D., Aliberti S., Blasi F. Management of bronchiectasisin adults.
Eur.Respir.J. 2015; 45: 1446-1462; DOI: 10.1183/09031936.00119114, Chalmers J.D., GoeminneP.,
Aliberti S. et a. Derivation and validation of the bronchiectasis severity index: an international
multicentre observational study. Am J Respir Crit Care Med 2014; 189: 576-585, Kapur N, Stroil-
Salama E, Morgan L, Yerkovich S, Holmes-Liew CL, King P, Middleton P, Maguire G, Smith D,
Thomson R, McCalum G, Owens L, Chang AB. Factors associated with "Fregquent Exacerbator"
phenotype in children with bronchiectasis: The first report on children from the Austraian
Bronchiectasis Registry. Respir Med. 2021 Nov;188:106627].

YYP-C, YA -5)

KommenTtapuu: Oxono 7 — 18% g3pocnvix nayuenmos ¢ poHx0IKmazamu — AKmusHvle KypuibuKu,
nosmomy, Kak u npu n0bom XPOHUYECKOM 6p0Hx0-ﬂeZOllHOM 3a60/zesamm, Kypawum OONbHBIM C
Oponxoskmazamu ciedyem HACMOAMeENbHO pekomendosams omkas om 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].

3.1.2 AHTUMHKPOGHAs Tepanus

3.1.2.1 Of1mue NpUHIUIBI AHTHMHKPOOHOI Tepanuu
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e PexkomeHmyeTcs IPOBEJCHHE CHCTEMHOW aHTHOAKTEpHAJIbHOW Tepamuu IpH OOOCTPEHUU
XPOHMYECKOT0 OPOHXOJIETOYHOT0 MPOIecca WK TPH BbISIBICHUH BO30YIUTENST PECITUPATOPHOM
I/IHd)eKLII/II/I, KOTOpas BEACT K NMOTCHIUHUAIbBHOMY CHUXXCHUIO JIETOYHOM Q)yHKLIPlPI IIpU IJIAaHOBOM
MHUKpPOOHOJIIOTHYECKOM HUccienoBaHnd [Bone3Hn opraHoB JpixaHus y jgered. [lom pen.
Paunnckoro C.B., Tatouenko B.K. M., Menununa, 1988, 446 c; Xponuueckue 3a00aeBaHHs
nerkux y gereid. [lox pen. Posunosoit H.H. n Museprunxoro 10.J1.- M., [Ipakruka, 2011.-224 c;
Bonesnn opranoB npxanus y nereil. [lox oomeit penaknmeii B.K. Tarouenko. M., [lenuarps,
2012.- 480 c; Paediatric Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst Eber,
Fabio Midulla2021 European Respiratory Society 915P; Bronchiectasis Edited by R.A. Floto and
C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011 261p; Pasteur MC,
Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax.
2010 Jul;65 Suppl 1:i1-5].

YYP-C, Y1 - 5)

. VY B3pocibIXx O0JIBHBIX OPOHXOIKTa3aMH CHCTEMHas aHTHOAaKTepuaabHas Tepanus MoKa3aHa

IIpHU KIIMHUYECKUX CUMITOMax 06OCTpeHI/IH (yBeHI/I‘IEHI/Ie o0bemMa MOKpPOTHBI, YCUIICHUE THOMHOTO

XapakTepa MOKPOTHI. ITOBBIIICHHE TEMIIEPATYPhl TeNla, CHCTEMHBIC BOCIAIUTEIbHBEIC PEAKIIHH)

[Rosales Mayor E, Menendez R, Alcaraz-Serrano V, et a. 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 Bronchia Infection (ERS Monograph). Sheffield, European Respiratory Society,

2013; pp. 127-136, Ni Y, Shi G, Yu Y, et a. 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 YY, Du PC, et a. 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].

YYP-C, Y1 -5)

Kommenmapuu. [lpucymcemeue eHOUHOU Ul CTUZUCTO-SHOUHOU MOKPOMbL TUOO 8bICEE U3 MOKDOMbL
Namo2eHHbIX MUKPOOP2AHUIMOB be3 KIUHUKO-TAD0PAMOPHLIX NPUSHAKOS 000CMPEHUs. He ABNAMCs
NOKA3aHUeM K HA3HaueHuo anmubakmepuanrsnou mepanuu [ 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.] .


https://www.ncbi.nlm.nih.gov/pubmed/?term=Pasteur%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=20627931
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bilton%20D%5BAuthor%5D&cauthor=true&cauthor_uid=20627931
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hill%20AT%5BAuthor%5D&cauthor=true&cauthor_uid=20627931
https://www.ncbi.nlm.nih.gov/pubmed/20627931

. PexoMeHIOBaHO mepex  HayaloOM — aHTHOAKTEpHATbHOW  TEpamuH y  IAIMEeHTOB
(B3pocnbie/netn) ¢ BD momyudTh 0Opasel; MOKPOTHI Ul HMCCIAENOBaHHS Ha MHUKPOQIIOpY M
uyBcTBHTENBHOCTH K AB [Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis
non-CF Guideline Group. British Thoracic Society guideline for non-CF bronchiectasis. Thorax.
2010 Jul;65 Suppl 1:i1-58. doi: 10.1136/thx.2010.136119. PMID: 20627931.].

Kommenrapuu: 1ub60o obpazey undyyuposanHol MOKPOMbL Uil MPAXearbHo20 ACRUpamad, Ui, 8
UCKTIOUUMENbHBIX  cUmyayusx (018 MAAOeHyes), OpO@apUHeaTbHO20 MA3KA U/UTU HCUOKOCHU
6pOHXO0ANbEEONAPHO20  Nadadca Ol UOCHMUQUKAYUU  NAMO2EHA/-06 U ONpedeleHus
YYBCMBUMENbHOCIU 8b10ENIEHHOU MUKPODIOPbL

. PexoMeH10BaHO OOJBIIMHCTBY MaeHToB ¢ B (B3pociibie/neTr) 1 npu3HaKaMu 000CTPEHUS
(IpH OTCYTCTBUH OCOOBIX OOCTOSITENIECTB) MPOBOANUTH AHTHOAKTEPHATIBHYIO TEPAIUIO, B CPEIAHEM, B
teuenue 14 nueii [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; Chang AB, Fortescue R, Grimwood
K, Alexopoulou E, Bell L, Boyd J, Bush A, Chamers JD, Hill AT, Karadag B, MidullaF, 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):200299; Pasteur MC, Bilton D, Hill AT; British Thoracic Society
Bronchiectasis non-CF Guideline Group. British Thoracic Society guideline for non-CF
bronchiectasis. Thorax. 2010 Jul;65 Suppl 1:i1-58. doi: 10.1136/thx.2010.136119. PMID:
20627931].

YYP-C,¥I1-5).

Kommenmapuu. Ipamvie ookazamenvcmea 60onee 8bIcOKOU IPPeKmueHOCMU NPOIOHCUPOBAHHBIX
(14 — 21 omen) kypcos cucmemmvblx aHMUOGUOMUKOE NpU 0OOCMPEHUU V 63POCIbIX U demell ¢
OPOHX0IKMA3AMU  OMCYMCMEYIOM. DKCRepmbl He UCKAIOHAIOn, YMoO 6 OMOENbHbIX CLYHAsX
603MOJICHBL DONICe KOPOMKUE KypCbli CUCMEMHOU AHMUOAKMepUaibHOl mepanuu, Hanpumep npu
Jleckux 060cmpenusx aubo 060CMPeHUsX, BbI36AHHLIX GbICOKOYYECMGUMENbHLIM K GbLOPAHHOMY
AHMUOUOMUKY MUKPOOP2AHUIMOM, Hanpumep SreptoCOCCUS pnenumoniag aubo npu vicmpom
KVYRUPOBAHUY CUMNMOMOS 000CmpeHusi Ha oHe aHmubaKmepuaibHou mepanuu, 0OHAKO MOMm
60MPOC He UCCLe008ALC HA OOCMAMOYHOM OOKA3AMeNbHOM YpogHe. B npomusononoocnoi
cumyayuu, K020a 3¢hgexm om anmubaxmepuaibHol mepanuu 6 mederue 14 Oueil omcymemeyem,
DEKOMEHOYemcs. NOBMOPHASL  OYCHKA  KIUHUYECKO20 COCMOSHUSL NAYUeHmMAa U NOGMOpHble

baxmepuonozuueckue uccreoosanus mokpomet [Polverino E., Goeminne P.C., McDonnell M.J. et al.
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European Respiratory Society guidelines for the management of adult bronchiectasis. Eur. Respir. J.
2017; 50: 1700629 (https://doi.org/ 10.1183/13993003.00629-2017, 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): 200299, Management of bronchiectasisin children
without cystic fibrosis  https://www.uptodate.com/contents/management-of-bronchiectasis-in-
children-without-cystic-fibrosis (last updated: Sep 21, 2021)].

Ilpomueonokaszanus xk npogedenuro aHmubaKmepuaIbHOU mepanuu onpeoeisiiomcs y Kanicoo2o
KOHKpemHo20 nayuenma u 3aeucsiant om uHOueuOyaﬂbHoﬁ HenepeHocumocmu (6 mom 4ucie
aniepeudecKue peakyuu), Xapakmepa COnYmMcmeylowux 3a001e6anHull (2NA6HbIM  00pPA30M

3ab0n1e6aHus neyeHu u }’lOlteK) u eospacma nayuenma.

Buvioop nexapcmeennvix cpeocme y oemeil u 63pocavix onpeoensemcs: 6UOOM 8030youmelsl,
BbIAGICHHO20 )  NAyueHmd, Yy8CMEUMENbHOCMbIO — 8030youmens (in  Vvitro) K OaHHOMY
anmubakmepuaibHoMy — npenapamy,  ¢gaszou  3abonesanus  (060cmpeHus —  PeMUcCus);
APOOOIAHCUMENLHOCIBIO UHDEKYUOHHO2O NPOYecca (XPOHUYECKAsl UHpeKYyUusi — BNepeble GblsiGNIeHHbL
6030youmeny). Kax npasuno, y 6016WuHCmMea NayueHmoes ¢ 6pOHX0IKMAa3amu npenapamom eusloopa
AGNACMCS AMOKCUYWIIUHFKIA8YIaH08as Kucioma™**, danee no npeonoumumensHOCMU Cleoyiom
yeghanocnopunwvr 2-3 noxonenus [Polverino E, Perez-Miranda J. Antibiotic management and
resistance. In: Chalmers JD, Polverino E, Aliberti S, eds. Bronchiectasis (ERS Monograph).
Sheffield, European Respiratory Society, 2018; Chang AB, Fortescue R, Grimwood K, Alexopoulou
E, Bell L, Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, McCalum GB, Powell Z,
Snijders D, Song WJ, ToniaT, 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):200299; Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-
CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5.].

Buioop nymu eeedenus onpedensiemcs: uooM 6030youmens, 6bIAGNEHHO20 V hayuenma, Gaszou
3abonesanusi (000CmMpenuss — pemMuccusl);, NpPoOOJAICUMENTLHOCMbIO UHPEKYUOHHO20 npoyecca
(XpoHuueckas uH@exyus — enepevie GbiAGNIEHHLIL 8030YOUMEND); MECMOM OKA3AHUSL MEOUYUHCKOTL
nomowu  (ambynamopmas — —  cmayuoHapHas),  dpgexmusnocmulo  npedutecmayiowel
anmubaxmepuancHoti  mepanuy.  Bosmodicno  npumenenue  cmynenuamozo — Memooa
anmubaxmepuanshoti mepanuu. Ilayuenmam ¢ vacmolmu 060CMPEHUSIMU U/ULU NPOSPECCUPVIOUUM
VXYOUleHUU 1e204HOU QYHKYUU PEeKOMEHOVIOMCsl OlumelbHble KypCbl AHMUMUKDPOOHOU mepanuu

[Bonesnu opranos npixanus y aereid. [Tox obuiei penakuueii B.K. Tarouerko. M., [lenuatps, 2012.-
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480 c; Paediatric Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla
2021 European Respiratory Society 915P; Bronchiectasis Edited by R.A. Floto and C.S. Haworth.
European Respiratory Society Monograph, Vol. 52. 2011 261p; Pasteur MC, Bilton D, Hill AT;
British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5,
Management of bronchiectasis in children without cystic fibrosis
https://www.uptodate.com/contents/management-of-bronchiectasi s-in-chil dren-without-cystic-
fibrosis (last updated: Sep 21, 2021), Polverino E., Goeminne P.C., McDonnell M.J. et a. European
Respiratory Society guidelines for the management of adult bronchiectasis. Eur. Respir. J. 2017; 50:
1700629 (https://doi.org/ 10.1183/13993003.00629-2017]

Ouyenka 6e30nacHocmu aeuenusn: 3a6Ucum om npumensiemMozo iekapcmeennozo cpeocmea (JIC) u

nposodumcu C YUemom 603MOINCHBIX HEIHCEIAMETIbHBLX 1E€KAPCMBEHHbIX peakuuﬁ.

Ta6auua 3. Pexomendayuu no ABT obocmpenuii xponuueckou ungexyuu npu B9 [Shapiro Al
Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C, Daniel S,
Kimple AJ1, Manion M, Knowles MR, Leigh MW, Genetic Disorders of Mucociliary Clearance
Consortium. Diagnosis, monitoring, and treatment of primary ciliary dyskinesia: PCD foundation
consensus recommendations based on state of the art review.
Pediatr Pulmonol .2015Sep29.doi: 10.1002/ppul.23304, Pasteur MC, Bilton D, Hill AT; British
Thoracic Society Bronchiectasis non-CF Guideline Group. British Thoracic Society guideline for
non-CF bronchiectasis. Thorax. 2010 Jul; 65 Suppl 1:i1-58.doi: 10.1136/thx.2010.136119, Brodt AM,
Sovold E, Zhang L. Inhaled antibiotics for stable non-cystic fibrosis bronchiectasis: a systematic
review. Eur Respir J. 2014 Aug;44(2):382-93. doi: 10.1183/09031936.00018414,
https://gris.rosminzdrav.ru/, Kiunuyeckue pexomenoayuu: Kucmoswnwvlii ¢pubposz (Mykosucyuoos)

2021-20232.; https://cr.minzdrav.gov.ru/schema/372 2]

Boz6youmens Hemsocenoe obocmpenue Tsorcenoe obocmpenue
(npednoumumenvHo amdyiamopHoe (neuenue 6 cmayuorape)
Jleyerue)
Hauanvnas Amokcuyunnun**, Amnuyunnun*¥*,
IMAUPUYECKASL Amoxcuyunnun+Knagynranosas Amoxcuyunnun+Knagynanoeas
mepanus* xucioma** Kucioma**
Legypoxcum** Amnuyuniun+Cyrvbaxmam**
Jlokcuyurnun**? Legpomaxcum**
Jlesogpnoxcayun**> Legpmpuarcon**
Lepmaporun**
Legpenum™**
Jlesogpnoxcayun***
Smuomponnas mepanus
H. influenzae
Amnuyuniun-9 | Amoxcuyuniun** Amnuyuniun**
Amnuyunnun-P | Amoxcuyunnun+Knagynanoeas Amoxcuyunrun+Knagynranosas
xucioma** Kucroma**
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Joxcuyuraun**

Amnuyuniun+Cyrvbaxmam**

Legpuxcum** Legpomarcum™**

Lunpognoxcayun*** Lepmpuaxcon**

Jlesognoxcayun**® Legpmaponun**
Lunpogprokcayun***
Jlesogpnoxcayun***

S pneumoniae

Henuyuniun-4 | Amoxcuyuninun** Amnuyuniun**
Asumpomuyun***

Knapumpomuyun***

Henuyunnun-P | Amoxcuyuniun (svicoxkas 0o3a)** Legpmaponun**
Jlunezonuo** Legpomarxcum**
Jesopnoxcayun**° Legpmpuarcon**
Moxcuproxcayun**® Junezonuo **

Jlesogpnoxcayun**®
Moxcugnoxcayun***

M. catarrhalis Amokcuyunrun+Knagynanosas Amoxcuyunnrun+Knagynranosas
Kuciroma** Kucroma**
Lepurcum** Amnuyunnun+Cynobakmam**
Asumpomuyun** Llegpomarcum**
Knapumpomuyun** Legpmpuarcon**
Lunpogproxcayun**> Lunpogproxcayun**>
Jlesognoxcayun**® Jlesopnokcayun***
Moxcugnoxcayun*** Moxcugnoxcayun***

S aureus

MSSA Amoxcuyunrun+Knagynanosas Oxcayuniun**
Kucioma** Legpazonun**
Knunoamuyun** Jlunesonuo**
Lepanexcun**

Jlesopnoxcayun**°

Moxcugnoxcayun**

Hegypoxcum** Jlunesonuo**
Lepmaporun**

MRSAY Jlunezonuo** Banxomuyun**
Ko-mpumoxcazon Tenasanyun™**
[Cynvhamemorcazon+Tpumemonpum] **

P. aeruginosa Lunpogproxcayun**> Legpmazuoum™*

Lepenum**
Tunepayunnun+Tazobaxmam
Meponenem**

HUmunenem™*

Hopunenem**

buanenem
Legmazuoum+Asubaxmam™*
Legmanosan+Tazobaxmam™**
+/-

Amurayun**®
Tobpamuyun™**°
Dochomuyun**

Asmpeonam

Tonumuxcun B**
Konucmumemam nampus

Enterobacterales

BJIPC (-) Lepurcum** Legpomarxcum**
Llunporoxcayun**® Le¢pmpuaxcon**
Jlesognokcayun**® Legpenum**
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Moxcugnoxcayun**> Lunpogproxcayun**>
Jlesopnoxcayun***
Moxcugnokcayun**®
BJIPC (+) Opmanenem™** Meponenem**
Kapbanenemasa Hmunenem™**
“) Jopunenem™**
Legpmazuoum~+Asubaxmam**
TMunepayunaun+Tazobaxman®
Lepenum+Cymbaxmam**°
Lepmazuoum+Asubaxmam™* +/- Legpmazuoum+Asubaxmam™* +/-
Kapbanenemasa | Asmpeonam Asmpeonam
+) Tueeyuxnun**(gvicoxasn 0o3a) Tueeyurnun** (svicoxas 003a)
Honumuxcun B*¥* +/- ghochomuyun**
Konucmumemam nampus +/-
Gochomuyun**
S maltophilia Ko-mpumokcazon** Kombunayus 2-x uz
Tueeyurnun** HUICENepeyUCIeHHbIX NPenapamos.
Murnoyuxnun Ko-mpumoxcaszon
Jlesognokcayun** [Cyavpamemoxcazon+Tpumemonpum] **
Tueeyurxnun**
Jlesoghnoxcayun**
Hegpmazuoum+Asubaxmam™**
Achromobacter Ko-mpumokcason Kombunayus 2-x uiu 3-x u3z
spp.’ [Cynopamemoxcason+Tpumemonpum] ** | nuswenepeuucnennvix npenapamos (e
Konucmumemam nampus nasuauame > 1 6ema-naxmammnozo Ab):
(uneansiyuonno) Tunepayunnun+Tazobaxmam
Lepmazuoum** Meponenem**
Ko-mpumoxcason
[Cynvpamemoxcazon+Tpumemonpum] **
Legpmazuoum™*
Lepenum**
Tueeyurnun**
Honumuxcun B**
Konucmumemam nampus
Jlesogpnokcayun**
B. cepacia Ko-mpumoxkcazon** Ko-mpumoxcazon**
complex Joxcuyurnun** Legpmazuoum™*
Munoyuxaun Meponenem™**
Llegpmazuoum™** Hopunenem
Meponenem™** Legpmazuoum~+Asubaxmam**
Jopunenem
Legpmasuoum+Asubaxmam**

Ipumeuanue:

Y omumo knunuueckori msaicecmu evibop cmapmogoti AMT onpedensiemcs pesybmamamis KyibmypaibHozo
UCCIe008anUs. pecnupamopusix 06paszyos (moxkpoma, bAJI u Op.), 10KaNbHLIMU OAHHBIMU 4YECMEUMENb-
Hocmu  Karouesvlx o30youmenei Kk IIMII u npeowecmeyrowum omeemom Ha AMT,; neodxoouma
KOHCYIbMayusi KIUHUYECKO20 (apmMakono2a, eciu 8 anamuese umeemcs eunepyyecmeumenviocms k TIMIIT
unu cepvesuvie HJIP npu nasnauenuu [IMII, a makoce 6bICOKOUL DPUCK 3HAYUMbBIX JI€KAPCIMEEHHBIX
63auUMo0eticmaull.
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2 okcuyurnun** npumensiemcs, monvko y 63pocivix u demeti >8 nem, Heo6XOOUMO YUUmbieamb, 4mo 6
Poccuu noscemecmno ommeuaemes 8blcokuil yposens pesucmenmuocmu S. PNeUMoniae k dokcuyuraumny **,

8 [unpogproxcayun**, Jlesopnoxcayun** /moxcudnoxcayun**— wyam 18 rem u cmapuwe, . demsm — no
JHCUBHEHHBbIM noKasanusm (#Llunpognokcayun**, #/lesoghnokcayun™**, #Morcuproxcayun™*)[Choi SH, Kim
EY, Kim YJ. Systemic use of fluoroquinolone in children. Korean J Pediatr. 2013 May;56(5):196-201. doi:
10.3345/kjp.2013.56.5.196. Epub 2013 May 28, Therapies Used for Primary Ciliary Dyskinesia in North
American Children R. A. Gardner1, S D. Davis, M. Rosenfeld, , T. W. Ferkol3, S. D. Sagel4, S D. Dell5, C.
E. Milla, K. M. Sullivan, M.A. Zariwala, M. R. Knowles, M. W. Leigh Therapies Used for Primary Ciliary
Dyskinesia in North American Children Am J Respir Crit Care Med 2021;203:A3380 Internet address:
www.atsjournals.org]

4P]dS’H(l'-ltl}Oﬂ’lCﬂ moJibKo npu U3eeCmHol uyecmeumeilbHocmu 8036_)/014”16}1}1.

® Vbeoumenvnvix Ookazamenvcme npeumywecme kombunuposannoti AMT ne nonyueno. Kombunayus
HasHauaemcsi  npu  HeOOCMAMOUHOU  dpdexmusnocmu — MOHOMepanuu, npu  GbIAGIEHUU  NONU-
/nanpesucmenmuvix uzonamos P. aeruginosa

€ Bosmoorcno monvko npu evisenenuu E. coli

" Peanvuas >phexmusrocmn u enusnue Ha ucxoobl pasauunbix pexcumos ABT npu ungexyusx, 6vl36annbix
Achromobacter spp., ne ycmanosnena

IIpumenenue nekapcmeeHHO20 npenapama 6He  3apPeSUCMPUPOSAHHLIX 6 UHCIMPYKYUU  NOKA3AHUL
ocywecmensaemes coanacno Dedepanvromy 3axony om 30.12.2021 Ne 482-D3 «O enecenuu usmenenuii 6
Dedepanvhblii 3akon « OO 0CHOBAX 0XpaHbl 300p06bs epaxcoan 6 Poccuiickoil @edepayuuy no peuieHuo
epauedHoll Komuccuy, ¢ paspewenus JIokarbHo2o dmuyecko2o Komumema MeOUYUHCKOL opeanusayuy (npu
Hanuuuu), ¢ yerosuem noONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUs pOOumeet (3aKOHHO20 npedcmagumels)
u pebenka 6 6ospacme cmapuie 15 nem.

Taomuua 4. Peowcum oozuposanusi u ocobennocmu npumenenust cucmemnvix IIMII npu o6ocmpenuu B3
[Shapiro AJ, Zariwala MA, Ferkol T, Davis SD, Sagel SD, Dell SD, Rosenfeld M, Olivier KN, Milla C, Daniel
SJ, Kimple AJ1, Manion M, Knowles MR, Leigh MW, Genetic Disorders of Mucociliary Clearance
Consortium. Diagnosis, monitoring, and treatment of primary ciliary dyskinesia: PCD foundation consensus
recommendations based on state of the art review. PediatrPulmonol.2015Sep29.doi: 10.1002/ppul .23304,
Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. British
Thoracic Society guideline for non-CF  bronchiectasis. Thorax. 2010 Jul;65 Suppll:il-
58.doi: 10.1136/thx.2010.136119, Brodt AM, Sovold E, Zhang L. Inhaled antibiotics for stable non-cystic
fibross bronchiectasiss a systematic review. Eur Respir J. 2014 Aug;44(2):382-93. doi:
10.1183/09031936.00018414, Knunuuecxue pexomenoayuu: Kucmosuwiii ¢ubpos (myxosucyuoosz) 2021—
2023e.; https://cr.minzdrav.gov.ru/schema/372 2, https://grls.rosminzdrav.ru/]

Haumenosanue A6 Bspocavie Jemu Kommenmapuu

> 9 mec. - 2 2. 90-120
me/ke, > 2 1em 150-200 | npomueonokazan
me/ke 6/6 6 3-4 oemsim 00 9 mec.
66e0eHsl

Aszmpeonam 8 2 6/6 6 3-4 ssedenus

mabnemku 125 me

0 5 2 6nympo ]pa3 8 NpOMuUBONOKA3AHbL
- ’ 10 m2/ke enympo demam do 3 nem,
Azumpomuyun Oenp
1 pa3 6 oenv cycnensus O npuema
8Hympb —0emsm 00 6
mec.
Avukayun** 15-20 me/xe/cym 6/8 15-20 me/xe/cym 6/6

1 pas 6 denv* 1 pas 6 oenv*
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http://www.antibiotic.ru/ab/042-47.shtml
http://www.antibiotic.ru/ab/033-37.shtml

Amokcuyunaun**

1,5 2 6uympo 6 3
npuema

3 2 enympn 6 3 npuema
(8vicokas 003a)

80 - 90 me/ke enympo 6
2-3 npuema (svicoxas
dosa)

Amokcuyunnun+
Knasynanosas kucnoma™**

1,5 2 6uympo 6 3
npuema unu 0,875 2
sHympy 6 2 npuema
(pacuem no
AMOKCUYUTLTUHY)
3,6-4,826/66 3-4
66e0enUs

80- 90 me/xe euympo 6
2-3 npuema

(pacuem no
AMOKCUYUIIUHY,
8bICOKAS 003a)

100 me/ke 6/8

6 4 ssedenus [loza
K1a8y1aH080l
Kuciomul He 6onee 10
me/kr/cym, npu
npesvluenuu 00oagums
He3auuueH bl
AMOKCUYUTITUH

cycnensus Ol npuema
6HYMPb
npPoOMuUEONOKA3aHaA
odemsm oo 3 mec.,
mabnemku
oucnepeupyemvie
nPOMUEONOKA3AHbI
Odemsam no 2 nem,
mabnemxu,
NOKpbIMble NACHOYHOU
060104KO1
nPOMUEONOKA3AHbI
demsim 0o 12 nem u ¢
maccoti mena <40 ke

Amnuyunnun**

826/8 6Mm64
68e0eHUs

100-200 me/ke 6/8, 6/m
6 4 66edeHus

Amnuyunnun+ cynooaxmam™*

45-926/6 6/Mm63
68e0eHUs

150-300 me/ke 6/8, 6/m
6 4 66edeHus

npomuBoOnoOKa3aH
Buanenem 1,2 2 6/6 6 2 66edenus - P
oemsm 0o 18 nem
. 15-20 me/ke 6/6 6 2-4 40 me/ke 6/6 6
Banxomuyun 2
68e0eH s 2-4 ggedenusn
I - 0,2 2 6uympo 6 2 4 me/ke enympo 6 2 npomueonoxazan
OKCUYUKTIUH
npuema npuema 0 demsam do 8 nem
1,5-3 2 6/6 6 3 66eodenus
npomugonoxkas3amn
Jlopunenem (603M00HCHA -

npoonennas ungysus)

oemsm 0o 18 1em

HUmunenem+yunacmamun

2-4 2 (no umunenemy)
6/6 6 6 3-4 s6eoeHus

60-100 me/xe (no
umunenemy) 6/6 6 4
66e0eHs

NPOMUBONOKA3AH
demsim 0o 3 mec.

1 2 6nympy 6 2 npuema NpOMUBONOKA3aH
0,5 2 suympyo 1 pas 6 demsm 00 6 mec.
15 me/ke enympo 6 2
Knapumpomuyun** dens (JID ¢ ymp maonemxu
npuema
3aMe0NeHHbIM nPOMUBONOKA3AHbL
6b1C80002ICOeHUEM) demsim 0o 12 nem
pacmeopa 0115 6/8
66e0eHUs]
1,8 2 enympo 30-40 me/ke eHympo 6 npomueonoKasax
Kouuno - 6 4 npuema 3-4 npuema unu 6/6 ¢ demsm < 3 zem
UHOAMUYUH )
Y 1,8-2,726/66 3-4 3-4 6sedenus Kkancynol
nPOMUBONOKA3AHbL

68e0eHUs

demsam < 8 tem u
Mmaccoti mena < 25
Ke)

Konucmumemam Hampus

9 man. ME 6/ nepsas
0osa, oanee 9 man. ME
6 2 66e0eHUs

demu ¢ maccou mena
<40 ke - 75000-150000
ME/ke 6/6 6 2 66edenus

nPOMuUEONOKA3aH
demsim 0o 6 tem
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http://www.antibiotic.ru/ab/013-22.shtml#aminopen
http://www.antibiotic.ru/ab/013-22.shtml#aminopen
http://www.antibiotic.ru/ab/013-22.shtml#ing_resist
http://www.antibiotic.ru/ab/052-54.shtml
http://www.antibiotic.ru/ab/038-42.shtml
http://www.antibiotic.ru/ab/030-32.shtml
http://www.antibiotic.ru/ab/042-47.shtml

Ko-mpumoxcazon

320 me (no
mpuMemonpumy)
BHYMPL UNU 6/6 8 2
66e0eHU

6-10 me/ke (no
MpUMEmMonpumy)
HYmMPL UNU 6/8 8 2
66e0eHU

cycnensus 05l npuema
8HYMPL
nPOMUEONOKA3aAHA
demsam 0o 6 neo.,
mabnemxu u pacmeop
s unghysuii - demsm
no 3 nem

Jlegognokcayun**

1 2 6nympw 6 2 npuema
1 2 6/8 6 2 66edenus

-#6 mec-Snem — 16-20
Mme/ke 8 2 68edeHus
#>5 nem 10 me/ke—1
pasz 6 oenv

Buympo unu
snympueenno [Choi
SH, KIimEY, KimYJ.
Systemic use of
fluoroquinolonein
children. Korean J
Pediatr. 2013

May; 56(5): 196-201.
doi:
10.3345/kjp.2013.56.5.
196. Epub 2013 May
28, Therapies Used for
Primary Ciliary
Dyskinesia in North
American Children R.
A. Gardnerl, S D.
Davis, M. Rosenfeld, ,
T. W. Ferkol3, S D.
Sagel4, S D. D45, C.
E. Milla, K. M.
Sullivan, M.A.
Zariwala, M. R.
Knowles, M. W. Leigh
Therapies Used for
Primary Ciliary
Dyskinesia in North
American Children Am
J Respir Crit Care Med
2021,203:A3380
Internet address:
www.atsjournals.org]

npOMUEONoKazan
oemsm 0o 18 rem

Jlunesonuo**

1,2 2 6uymps 6 2
npuema unu 1,2 2 6/6 ¢
2 68edeHust

30 me/ke 6/6 6 3 npuema
wunu 30 me/xe 6/6 6 3
68edenus (demu 0o 12
nem)

y oemeti> 12 nem
pedcum 003uposanus
KaK y 63p0civix

Meponenem**

3-6 2 6/6 6 3 66edenus
(603Mm001CHA
npoonenHasn un@ysus)

60-120 me/ke 6 3
68e0eHUsl (603MOJICHA
npooaennasn ungysus)

nPOMUBONOKA3aH
demsm 0o 3 mec.
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http://www.antibiotic.ru/ab/038-42.shtml
http://www.antibiotic.ru/ab/052-54.shtml
http://www.antibiotic.ru/ab/030-32.shtml

Munoyuxnumn

200 me eHympwb nepeas
0o3a, oanee 200 me 6 2
npuema

4 me/ke eHympo nepgas
0o3za, Oanee 4 me/ke 6 2
npuema

nPOMUBONOKA3AH
demsm 0o 8 nem

Moxcugnoxcayun**

0,4 2 6nympo unu 6/6
1 pas 6 doenv

- noopocmram 400 me
eHympb unu 6/ 1 paz 6
Oenv[Choi SH, Kim EY,
Kim YJ. Systemic use of
fluoroquinolonein
children. Korean J
Pediatr. 2013

May; 56(5): 196-201.
doi:
10.3345/kjp.2013.56.5.
196. Epub 2013 May
28, Therapies Used for
Primary Ciliary
Dyskinesia in North
American Children R.
A. Gardnerl, S D.
Davis, M. Rosenfeld, ,
T. W. Ferkal3, S. D.
Sagel4, S. D. Ddll5, C.
E. Milla, K. M.
Sullivan, M.A.
Zariwala, M. R.
Knowles, M. W. Leigh
Therapies Used for
Primary Ciliary
Dyskinesia in North
American Children Am
J Respir Crit Care Med
2021;203:A3380
Internet address:
www.atsjournals.org]

nPOMUEONOKA3AH
demsim 0o 18 nem

Oxcayunnun**

8-12 2 6/6 6 4 66edeHus

150-200 me/xe 6/s 6
4 esedenuist

Tunepayunnun+masobaxmam

122/1,526/66 3-4
68e0eHUsl (603MOCHA
npoonenHas uH@y3us)

300 me/37,5 me/ke 6/6 6
3-4 gsedenus
(603Mmo001CHA
npoonenHas ungysus,)

npOMUBONOKA3an
oemsam 0o 2 nem

Toaumuxcun B

1,5-2,5 me/ke 6 2
68e0eHUs

1,5-2,5 me/ke 6 2
66edenus (Oemu > 1 2)
1,5-4 me/ke 6 2
6gedenus (Oemu < 1 2)

10 me/ke 6/6 1 pas 6

npomMueonoKasax

Tenasaryun oetb ) demsm 0o 18 nem
100 me 1 0o3a, oanee 8-11 nem 2,4 me/xe 6/8 ;
Tueeyuxnun 100 me 6/6 6 2 6 2 geedenust, > 12 nem MPOMUGONOKAZAN

s8edeHus’

— KaK y 63pocCijiblx

demsim 0o 8 nem
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http://www.antibiotic.ru/ab/038-42.shtml
http://www.antibiotic.ru/ab/013-22.shtml#oxacillin
http://www.antibiotic.ru/ab/013-22.shtml#ing_resist
http://www.antibiotic.ru/ab/013-22.shtml#ing_resist

3-5 me/xe/cym 6/

3-5 me/xe/cym 6/

Tobpamuyun
pamit 1 pa3 6 denv* 1 pa3 6 denv*
12-16 2 6¢/6 6 3-4 200-400 me/xe 6/6 6 3
Dochomuyun 68e0eHUs (603MOJICHA 68e0eHUsl (803MOJICHA
npoonennas un@ysus) | npoonennas ungysus)
626/ 6Mmae3 100-150 me/xe 6/6, 6/m
* % 4 4
Hepasonun 668e0eH sl 6 3 68edenus
Jemu >10 nem: 1-2 2 kancyavl 250 me
8Hympb 8 4 npueMa nPpOMUBONOKA3AHbL
oemam 0o 10 nem,
Leganexcun 2 2 euympo 6 4 npuema | Jemu < 10 nem: 50- matnemic 250 1o —
100 me/xe euympo 6 4
npomMueoOnoKa3aHbsvl
npuema oemsm 0o 7 nem
100-150 me/ke 6/
Lepenum** 6,0 2 6/6 6 3 86ederus MPOMUGONOKASAN

6 3 6eedeHus

demsam 0o 2 mec.

Lepenum+cynvoaxmam™**

4 2 6/8 6 2 66edeHus

50-80 me/ke 6/8

6 2 68edenus (pacuem
no yeghenumy)

Hosa cynvbaxmama ne
bonee 80 me/ke/cymru

APOMUBONOKA3AH
demsm 0o 2 mec.

Legomarxcum**

3,0-8,026/8, 6/m 6 3-4
ssedenus®

100-150 me/xe /s, 6/m
6 3-4 ssedenus

Legmaszuoum™*

6,026/ 6/m63
66e0enUs

100-150 me/xe 6/8, 6/m
6 3 seedenus

Llegpmazuoum+asubaxmam™*

7.826/6 6Mm63
68e0eHUs

- demsam ¢ 3 mec.
40me/xe
(yegpmazuoum)/10me/xe
(asubakmam) xasxicovle
Su

00 50me/xe
(yegpmaszuoum)/12,5me/
Ke (asubaxmam) —
Kaoicovle 8 u.
(Maxcumanvhas 003a
2000 me
(yedpmazuoum)/500 me
(asubaxmam)

npomMueoONnoKa3an
demsm 0o 3 mec

Lle¢pmaponuna ghocamun**

1,2 2 6/ 6 2 66edenus®

< 2 mec. 12 me/ke,

2 mec-2 2. 16-20 me/ke,
cmapwie 2 nem — 24
Mme/ke 6/6 6 2 66edeHUs

Legpmonozan+mazobaxmam™*

4,5-9 2 6/6 6 3 66edenus

90-120 me/xe 6/6 6 3
68e0eHUs

npPOMUBONOKA3AH
demsm 0o 18 1em

Legpmpuaxcon**

2,0-4,0 2 6/6, 6/m 6 1-2
ssedenusn®

50-80 me/ke 6/8, 6/m 6
1-2 ssedenus

Lepypoxcum™**

1 2 enympu 6 2 npuema

20 -30 me/xe 6Hympo 6
2 npuema

cycnen3us ona
npuema 6Hympo —
nPOMUBONOKA3AHA
demsam 0o 3 mec.,
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http://www.antibiotic.ru/ab/023-29.shtml#cs1
http://www.antibiotic.ru/ab/023-29.shtml#cs1
http://www.antibiotic.ru/ab/023-29.shtml#cs4
http://www.antibiotic.ru/ab/023-29.shtml#cs4
http://www.antibiotic.ru/ab/023-29.shtml#cs3
http://www.antibiotic.ru/ab/023-29.shtml#cs3
http://www.antibiotic.ru/ab/023-29.shtml#cs3
http://www.antibiotic.ru/ab/013-22.shtml#ing_resist
http://www.antibiotic.ru/ab/023-29.shtml#cs3
http://www.antibiotic.ru/ab/023-29.shtml#cs3

maobnemku — 0emsm
0o 3 z1em)

Lunpoghnoxcayun**

1,5 2 6nympw 6 2-3
npuema
0,8-1,226/862-3
68e0eHUs

#40 me/ke 6/6 6 2
npuema

#20 me/ke 6/6 6 3
ssedenust [Choi SH,
KimEY, KimYJ.
Systemic use of
fluoroguinolonein
children. Korean J
Pediatr. 2013

May; 56(5): 196-201.
doi:
10.3345/kjp.2013.56.5.
196. Epub 2013 May
28, Therapies Used for
Primary Ciliary
Dyskinesia in North
American Children R.
A. Gardnerl, S D.
Davis, M. Rosenfeld, ,
T. W. Ferkol3, S D.
Sagel4, S D. Ddll5, C.
E. Milla, K. M.
Sullivan, M.A.
Zariwala, M. R.
Knowles, M. W. Leigh
Therapies Used for
Primary Ciliary
Dyskinesia in North
American Children Am
J Respir Crit Care Med
2021;203: A3380
Internet address:
www.atsjournals.org] -

NPOMUBONOKA3AH
demsam oo 18 nem, ¢

MYKOBUCYUOO30M —

00 5 1em

Opmanenem™*

1 2 6/6 unu é/m 1 paz e
denv®

3mec-13 nem -15 me/xe
— 2pasa 6 cymku
(ne >1e/cym)

>[3 nem—1le—1paz e
OeHb

npoOMUEONoKazan
demsam 0o 3 mec

Ipumeuanue:
1

nPeonoYmumenbHoIM, Ho OONYCIMUMO OeleHue CymoyHol 003bl Ha 2-3 66e0eHusl.

2 npu MIIK 1,5 mKe/mn u 6biuie 060CHO6AHO y6enuuenue Cymounoii 003vl y 63pocivix 00 3-4,5 2

npu 6blAGIeHUU NEHUYUITUHOPe3UCmenmHbIx S. PNEUMONI ae yerecoo6pasHo HasHauams 6 0o3e He Mexee 6 2/cym
npu evisignenuu MRSA 6onee s¢ppexmusno ysenuuenue 003wl 00 600 me 3 p/cym
npu evisignenuu ITPIT yenecoobpasuo nasnavams 6 0ose ne menee 4 2/cym

NpU MAACENBIX UHPEKYUAX Yenecoobpa3Ho pacmompems yeeiuyenue cymounot 003vi 0o 2 2 (1 2 kasicovie 12 u)

npU MANACENbIX UHPEKYUSX, BbIAZEAHHBIX NOIUPEIUCIEHMHBIMU 2pam(~-) 6036yOumenimu yerecoobpasto yeeruueHue

3
4
5
6
7

003bl 6 2 paza

C MOYKU 3peHus COOMHOWEHUA NOIb3bI/PUCKA OOHOKpAmMHOe 86e0eHue 6cell CYMOUHOU O003bl  AGIAEMCS
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Tadmuua 5. Peoicum oosuposanusa AB npu BO — uneansyuonnblii nyms 68e0eHus

0peano8 OvIXauus y
demetl
Muzepruyxuii
FO.JI., Menvruxosa
Um.
Meouyunckutl
cogem. 2019. Ne 11.
C. 56-59, A.C.
Benescxuu, H.II.
Kusorcecrkas
Tuam@penurona
nuyuHam
ayemuiyucmeuHam

HeKkomopble
acnekmaol
NPUMEHEeHUst npu
ocmpblx

Haumenosanue Ab Dopma svinycka/nymo 66edenusi | Peoicum 0o3uposanus
Tobpamuyun** Kancynvr ¢ nopowxom ons 112 me 2 pasza 6 denv (83pociavie u oemu > 6
uneansyuil/ em)
Tobpamuyun** P-p ons uneansayuii/uepes 300 me 2 pasa 6 0ensw (83pocnvie u demu > 6
nebynatzep 1em)
Konucmumemam Topowok o/npucomosnenus p-pa | 1-2 man.eo. 2-3 paza 6 oenv (83pocivie u
Hampusa** ona uneanayuti/uepes nebyrauzep | demu > 6 aem)
(no 80 me(3 mn) #oemsam 0o 6 1em
[ https: //cahs.health.wa.gov.au/~/media/Files
/Hospital /PCH/General -documents/Health-
professional sy ChAMP-
Monographs/Colistimethate-Sodium-
Inhaled.pdf] u 160 me( 4 mn) 6 ) cmapwe
6 1em
Asmpeonam*** P-p ona 6/6 6sedenus/uepes 75 me 3 paza 6 Oenv (83pocavie u demu > 7
nebynauzep nem)
Tuampenuxona Jluopunuzam oz npueomosnenus | 250 me 1-2 pasa 6 cymxu;
2AUYUHam pacmeopa Ol uHbeKyuil u demsam —no 125 me 1-2 paza 6 cymku
ayemunyucmeunam | WHearsyuii
[Ponv
KOMOUHUPOBAHHOLL
MYKOTUMUYECKOU
mepanuu npu
uHpexyuoHHo-
B8OCNANUMENLHBIX
3a001e8aHUAX
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Ta6auna 6. JnuTensHble* pexxnMbl IpreMa aHTHOMOTUKOB IIPH XPOHUUECKOH nHpeKnnn
€CITUPATOPHOTO TPAKTA

IIpenapar ITyTh BBeCHHS Jo3a - Bapocibie
I'enTamunux Yepes HeOyaiizep 80 mr 1Ba pasa B ICHb
Tobpamununa Yepes HeOyaiizep 300 mr jiBa pa3a B iCHb
Konuctumerar Hatpust Yepes HeOymaiizep 1-2 muH.eA1. JBa pa3a B JICHb
OpUTPOMHITHH Ilepopansno 250 mr z1Ba pasa B IcHb
A3UTPOMHIINH Ilepopansno 250 Mr Tpu pa3a B HEJCIIO
JlOKCULIMKIHH Ilepopansno 100 mr oiH pa3 B IeHb
AMOKCHITMIIIUH Ilepopansno 250 mr z1Ba pasa B IeHb
AMOKCHIIWIIMH C KJIaByJIaHOBO# Ilepopansno 375 Mr 11Ba pa3a B JIeHb
KHCJIOTOH

*[IpemapaThl HCHONB3YIOTCS B TeUeHHE 1 roxa u Goee.
AJIropuT™M aHTHOAKTEPHAJILHON Tepanuu.
Iayuenmut ¢ kononusayuei P. aeruginosa

a  Hcnosp3syiite MHTaISLMOHHBINA KOJUCTHH TS ALMEHTOB ¢ OPOHX0IKTa3aMU U
xpoHudeckoil nadekiueii P. aeruginosa (B)

b. PaCCMOTpI/ITe WHTAJSIIUOHHBIA TEHTAMUIIUH B KAYECTBE AJIbTEPHATUBBI KOJIUCTUHY BTOpOﬁ

JIMHUHM JUTS TAIMCHTOB ¢ OPOHXO0KTa3aMH M XpoHH4YecKoii nHdpekuueii P. aeruginosa. (B)

PaccMoTpuTe a3UTPOMHILIMH WM SPHTPOMHULIH B KAYECTBE AlIbTEPHATHBBI (HAIIPHMEp, €Cin
HaIMEHT He NePSHOCUT UHTAJSIIIMOHHBIC AaHTHOMOTHKN ) HHTAJSILINOHHOMY aHTUOMOTHUKY JUISt
MarreHToB ¢ OPOHXO0IKTA3aMK U XpoHHUecKoi nHpeknueii P. aeruginosa. (B)

PaccMoTpuTe a3UTPOMULIMH HIIU SPUTPOMHUIIMH B KQUECTBE JJOIOIHUTEILHON Teparuy K
HHTSILIMOHHOMY aHTUOHOTHKY ULl ITAIIMEHTOB ¢ OPOHXOJKTA3aMH M XPOHUUYECKOM
undexuueii P. aeruginosa, y KoTopsix BeICOKast yacTora oboctpenuii. (D)

Ilayuenmet, ne kononuzupogannsie P. aeruginosa

€. Mcnonp3yiiTe a3uTpOMULIMH UK 3PUTPOMULIMH JULS NALUEHTOB ¢ OpOHX03KTa3aMu. (A)

f. PaccMOTpHTe MHTAIANHOHHBIN TeHTAMUINH B KAYECTBE aJbTePHATHBbI a3HTPOMUIIHHY
WM 9PUTPOMHULIUHY BTOPOii inHuH. (B)

0. PaccMoTpeTh TOKCHITMKIIMH B Ka9eCTBE allbTEPHATHBBI y MAIlIEHTOB C
HENePEeHOCHMOCTBIO MAaKPOJINIOB WIH Y TeX, Y Koro oHu HedppexTuBHbL. (C)
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3.1.2.2 Anmuéaxmepuanvhas mepanus npu unguyuposanuu Pseudomonas aeruginosa

. Ilpu wHpexkmuun Pseudomonas aeruginosa y mampeHToB ¢ OpPOHXO3KTa3aMH pPasin4HON
9TUOJIOTUU PEKOMEHAYETCA IMPUACPIKHUBATHCA NPUHIWINOB TEPANUU aHAJIOTUYHBIX TAKOBBIM IIpH
mykoBucimznose [Paediatric Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst Eber,
Fabio Midulla 2021 European Respiratory Society 915P; Bronchiectasis Edited by R.A. Floto and
C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011. ChalmersJD, Polverino E,
Aliberti S, eds. Bronchiectasis (ERS Monograph). Sheffield, European Respiratory Society, 2018 pp.
312- 330; Management of bronchiectasis in children without cystic fibrosis
https://www.uptodate.com/contents/management-of-bronchi ectasi s-in-children-without-cystic-

fibrosis (last updated: Sep 21, 2021), Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L,
Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, McCallum GB, Powell Z, SnijdersD,
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):200299 ].
(VVP-C, VI 2)

Kommenrapuii: ITayuenmor ¢ xponuueckoul rononuszayuei Pseudomonas aeruginosa umerom
maoicenoe meyeHue ¢ Hacmuvimu O5OCmp€HM}7LMM U MmpexKpammoblM pPUCKOM 1€malbHOC0 ucxooa [FlnCh
S McDonnell MJ, Abo-Leyah H, Aliberti S, Chalmers JD. A Comprehensive Analysis of the Impact
of Pseudomonas aer uginosa Col onization on Prognosisin Adult Bronchiectasis. Ann Am Thorac Soc.
2015; 12(11): 1602-1611.

Cnocobrnocmb  MUKpoopeanuzma 00pazosvleams — OUONIenKu oeiaem CMmaHoapmuyio
anmubaxmepuansHyio mepanuio menee 3ggexmusnoil. [losmomy 3paduxayuonnas mepanus 6nonHe
obocnosana [White L, Mirrani G, Grover M, Rollason J, Malin A, Suntharalingam J. Outcomes of
Pseudomonas eradication therapy in patients with non-cystic fibrosis bronchiectasis. Respir Med.
2012; 106: 356-360, White L, Mirrani G, Grover M, Rollason J, Malin A, Suntharalingam J.
Outcomes of Pseudomonas eradication therapy in patients with non-cystic fibrosis bronchiectasis.
Respir Med. 2012; 106: 356-360.]. Hanvueiiwue ucciedosanuss HeoOX00uMbvl Oisl OYEHKU
HeoOX00UMOCmU NPOGeOeHUsl IPAOUKAYUY U ONTMUMATILHO2O PENCUMA JIeHEeHUSL.

. Hersim ¢ BD pekoMeH10BaHO TPy IEPBOM BbIceBe P. 86rugin0SanpoBoIiTh TEPAIIUIO C LEIBI0
JpaJUKaIHH [TATOreHa.
Kommenrapuii: arecopumm npeocmasnen 6 Ilpunosicenuu b2

Ilpeonacaemvlii n00X00, UCNOAL3YEMbLL SPYNROU IKCNEPMO8 NpU NEPEOM ULU MOILKO YUMo
BbISIGIICHHOM 6blCe8e CUHESHOUHOU NAIOYKU ypeﬁeHKa [ 6p0Hx09Kma3aMu.

Ipeonazaemulii nooxood 3agucum om
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1) muna obpasya,
2) Hanuuus y pebeHKa cumMnmomos.
Oonako, wieHbl IKCREPMHOU SPYANbL NPUSHATU, YMO HOOX00 K HAYALY IPAOUKAYUOHHO2O NeUeHUs.
A6naemcsa cnopHuiM. Hexomopwie epauu cuumaiom yenecooopasuviiM Ha4yamv 3paouKayuoHHYIO
mepanur, OCHOBbIBASCL MOILKO HA OOHOM 00pasye, NOJIYYEeHHOM U3 6EPXHUX ObIXAMENbHbIX nymell,
oavice eciu CUMRMOMbL U OOKA3AMENbCMEA NOb3bl 8 MAKUX 00CMOAMENbCMEAx OMCymcmeyom. #:
ecnu Hem 006pazya U3 HUNCHUX ObIXAMETbHLIX nymetl, npu 0eccUMnmoOMHOM medeHuy eyeHue He
mpeOyemcs;, npu  HAIUYUU  CUMATOMOS DPEeKOMEHOYemcs BHYMPUBEHHOEe 68e0eHUue aHmu-
NCeBOOMOHANLHLIX AHMUOUOMUKO8 6 meyenue 2 Heders. Y: 6bl00p anmubuOmuKos 3asucum om
¢axmopoe nayuenma (Hanpumep, NPUBEPIUCEHHOCMU, NEPEHOCUMOCMU U NpeonodmeHull),
odocmynnocmu aHmubuomuKkos u npoguis uyecmeumenshocmu P.aeruginosa. +: mecmomps na
omcymcemeue  KIUHUYECKUX OQHHBIX, MHO2Ue NneOuampbl UCHONb3VIONM KOMOUHAYUIO — 08YX
aHMUOUOMUKO8 0I5l BHYMPUBEHHO20 68e0eHusl. Pexomenoayus o HasHauyeHuu 08yx aHmubUOMuUKos
npu npogedeHuu KOPOMKUX (2-HedelbHbIX) KYpPCO8 6HYMPUBEHHO20 68e0eHUs. AHMUOUOMUKO8
npusedena 6 COOmemcmesue ¢ UCCIe008AHUAMU, BKIIOUEHHLIMU 6 CuCmeMamuyeckuli 0030p, u
pexomendayuamu Egponetickozo pechupamoprozo obujecmea 015 63pOCbix.
. PekoMeH10BaHO B3poCibIM manueHTaMm ¢ b u xpoHuueckoit nndekiumeir P.aeruginosa, a
TaKKe ~IMalueHtaM, He HMHOUIMPOBaHHBIM  P.aeruginosa, mpu  NPOTHUBOIOKA3aHWUSIX,
HETIePeHOCUMOCTH MM Hed((DEKTHUBHOCTH MEPOPAIbHBIX aHTHONOTHKOB PacCMOTPETh Ha3HAYCHHE
JUTITENILHOM TEpAIUK MHTaISIIHOHHBIMU anTOnoTHKamu [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 JR., Doherty C.J. et a. 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.]
(YYPCB, Y1 2)
Kommenmapuu. Y nayuenmos ¢ HeMyKOBUCYUOOSHBIMU OPOHXOIKMAZAMU UHSATAYUOHHBIE
NPOMUBOMUKPOOHbIE  Npenapamvl  CUCMEMHO20 — Oelicmeus  NPUMEHAIMCA HA  OCHOBAHUU
KIUHUYECKO20 ONblmd, NONYYEeHHO20 Oid MyKosucyuoosa. lIpakmuuecku 6ce uHeanAYUOHHbIE
AHMUOUOMUKY 3HAYUMENLHO YMEHbUUANU PUCK 000CmpeHutl ¥ DONbHbIX ¢ HEeMYKOBUCYUOOSHBIMU
bponxosxkmazamu no cpagnenuio ¢ konmponsvhvimu epynnamu (RR 0,72; 95%/U 0,55 — 0,94, p =
0,02) [Brodt A.M., Sovold E., Zhang L. Inhaled antibiotics for stable non-cystic fibrosis
bronchiectasiss a systematic review. Eur. Respir. J. 2014;44(2):382-93. doi:
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Brodt%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=24925920
https://www.ncbi.nlm.nih.gov/pubmed/?term=Stovold%20E%5BAuthor%5D&cauthor=true&cauthor_uid=24925920
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zhang%20L%5BAuthor%5D&cauthor=true&cauthor_uid=24925920
https://www.ncbi.nlm.nih.gov/pubmed/?term=brodt+stovold
https://www.ncbi.nlm.nih.gov/pubmed/?term=Haworth%20CS%5BAuthor%5D&cauthor=true&cauthor_uid=24625200
https://www.ncbi.nlm.nih.gov/pubmed/?term=Foweraker%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=24625200
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wilkinson%20P%5BAuthor%5D&cauthor=true&cauthor_uid=24625200
https://www.ncbi.nlm.nih.gov/pubmed/24625200
https://www.ncbi.nlm.nih.gov/pubmed/?term=Murray%20MP%5BAuthor%5D&cauthor=true&cauthor_uid=20870753
https://www.ncbi.nlm.nih.gov/pubmed/?term=Murray%20MP%5BAuthor%5D&cauthor=true&cauthor_uid=20870753
https://www.ncbi.nlm.nih.gov/pubmed/?term=Govan%20JR%5BAuthor%5D&cauthor=true&cauthor_uid=20870753
https://www.ncbi.nlm.nih.gov/pubmed/?term=Doherty%20CJ%5BAuthor%5D&cauthor=true&cauthor_uid=20870753
https://www.ncbi.nlm.nih.gov/pubmed/20870753
https://www.ncbi.nlm.nih.gov/pubmed/?term=Brodt%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=24925920
https://www.ncbi.nlm.nih.gov/pubmed/?term=Stovold%20E%5BAuthor%5D&cauthor=true&cauthor_uid=24925920
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zhang%20L%5BAuthor%5D&cauthor=true&cauthor_uid=24925920
https://www.ncbi.nlm.nih.gov/pubmed/?term=brodt+stovold

10.1183/09031936.00018414.]. Bpemsa paseumus ouepedHozo obocmpenus cocmasuno 168 oweil
npu ledenuu KOIUCmuHoM no cpagnetuto ¢ 103 ousmu 6 epynnax naayebo (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/rcem.201312-22080C.] u 120 no cpasuenuio ¢ 61,5 Onsmu npu iewenuu 2eHmamuyunom
aubo niayebo coomeemcmeenno (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.].

Opaduxayus P. aeruginosa eosmooicna monvko 6 ciyuae nedasneo unguyuposanus. Ilpu
XpoHuueckoll ungexyuu spaduyuposams P.aeruginosa kpatine ciojicHO, NO2MOMY 6 IMOU CUMYayuu
AHMUOAKmMepuanbHas mepanus. RPOGOOUMCS C YEbl0 CHUZUMb OAKMEPUALbHYIO HA2PY3KY 6
MOKpome, yMeHbUuilimb 60CRANEHUE 8 ObIXAMENbHBIX NYMSX U npedomepamums obocmpenue [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.].

Pykosoocmeo ERS no 6ponxosxmazam 63pocivix peKomeHoyem 3 albmMepHAMUSHbIX NPOMOKOLd
apaoukayuu P. aeruginosa, ocHogaHHble HA ONYOIUKOBAHHBIX HEKOHMPOIUPYEMBIX UCCLEO0BAHUSX
(Puc.) [Polverino E, Goeminne PC, McDonnell MJ, Aliberti S Marshall SE, Loebinger MR, Murris
M, Canton R, Torres A, Dimakou K, De Soyza A, Hill AT, Haworth CS, Vendrell M, Ringshausen FC,
Subotic D, Wilson R, Vilaro J, Stallberg B, Welte T, Rohde G, Blasi F, Elborn S, Almagro M, Timothy
A, Ruddy T, Tonia T, Rigau D, Chalmers JD. European Respiratory Society guidelines for the
management of adult bronchiectasis. Eur Respir J. 2017; 50(3). pii: 1700629.].
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Pucynox 3. Tpu 6o3modicHbix anemepnamugHulx nymu spaduxayuu Pseudomonas aeruginosa,
sKII0YAIOWUe npenapamel, Hauboaee Yacmo UCNoab3yemMbvle 8 KIUHUYECKOU NPAKMUKe.

Tocne kasxcooeo smana pekomenoyemcs nogmopums noces Mmokpomsl Ha P. aeruginosa u nepetimu
K cedyiowemy smany npu noioxcumenvroi Kymmype [Aoanmuposano us Polverino E, Goeminne
PC, McDonnell MJ, Aliberti S, Marshall SE, Loebinger MR, MurrisM, Canton R, Torres A, Dimakou
K, De Soyza A, Hill AT, Haworth CS, Vendrell M, Ringshausen FC, Subotic D, Wilson R, Vilaré J,
Sallberg B, Welte T, Rohde G, Blasi F, Elborn S Almagro M, Timothy A, Ruddy T, Tonia T, Rigau
D, Chalmers JD. European Respiratory Society guidelines for the management of adult
bronchiectasis. Eur Respir J. 2017; 50(3). pii: 1700629.].

Tpu eedenuu nayuenma ¢ HedasHo udeHmupuyuposanioi ¢ mokpome Kyrvmypou P. aeruginosa
credyem paccmampugams 6Ce 6apUAHNbL IYEHUs. C YUemOoM KIUHUYEeCK020 COCMOSIHUSA (CMabuibHoe
meyenue 60ae3HU UL CMadus 000CMpeHusl), 8peMeHeM, NPOULeOWUM C MOMEHMA 6bloeseHUsl
uzonsima. B HedasHo OnyOIUKOBAHHOM PYKOBOOCMEE PEKOMEHOYemcsi HA4dIbHOe JedeHue
yunpogrokcayurom no 750 me 2 paza ¢ denv ¢ meuenue 3 nedens [Martinez-Garcia MA, Maiz L,
Olveira C, Giron RM, de la Rosa D, Blanco M, Canton R, Vendrell M, Polverino E, de Gracia J.
Spanish guidelines on the evaluation and diagnosis of bronchiectasisin adults. Arch Bronconeumol.
2018; 54: 79-87.]. Ecnu nayuenm He mModicem UCnOIb308ams YUNPOQDLOKcayur (HenepeHoCUMOCmy
Wiy aunepeusi) U NpU  HAIUYUU Y NAYUEHMA NPUSHAKOS MSNCENOU OPOHXOIKMA3UY /Uiy
UMMYHOCYRpeccuu Modicem Obimb 000a6NIeH UHSATAYUOHHBLI AHMUOUOMUK 6 medeHue mpex Meciayes
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[. Bell SC, Elborn JS, Byrnes CA. Bronchiectasis: Treatment decisions for pulmonary exacerbations
and their prevention. Respirology. 2018; 23(11): 1006-1022.]. Eciu ewviderenue ¢ mokpome P.
aeruginosa cosnadaem ¢ 060cmpenuem, peKoMeHOYemcst 6HYMpPUSEHHOE 66€0eHUe AHMUOUOMUKOE 6
meyenue 08yx Hedelb. Bapuanmoi, komopule credyem yyumvléams npu no8mMopHom vloereHuu P.
aeruginosa 6 mevyeHue 20(){1, GKJlI04Yarwn no6mMoOpHoe jlevyenue uunpot[)ﬂoxcauuHOM U UH2AJIAAYUOHHBIM
(leuﬁuOmuKOM (me‘M aHce Ui arbmepHamueHbiM aHmuﬁuomuKOM, KOmOpblﬁ HA3HAa4eH npu
HAYAaIbHOU mepanuu) uiu KO}l/lﬁuHal;ueﬁ 6HYMPUBCHHbIX U UH2ATIAYUOHHBLX AHMUOUOMUKOE.
Knrouegvim ghakmopom 6 oyenke sghpexkmusnocmu mepanuu asisemcs omcymcemeue 8 mokpome P.
aeruginosa (6o epemst ieuenus, nocie 3a8epuienust Kypca u npu ociedyiouem HabmooeHu).

Kommenmapuu :

Huzansayuonnstii moopamuyun MOJICHO UCNOAb308amb 05 dpadukayuu P. aeruginosa ¢ moxkpome
V nayuenmos ¢ Oponxosxkmaszamu. Tem He menee, OOCMYNnHble UCCLEO08AHUL OEMOHCMPUDYIOM
pasiuunoe e6lusHUe Ha KIUHUYecKue CuUmMnmomvl Uuiu Kadecmeo OIHCU3HU. Tonvko 6 OaHOM
UCC]I€006£IHUM NOKA3aHo 6lUsAHUE Ha 0606mp€Hllﬂ, mpe6y10u4ue cocnumanusayui, u
npooonxcumenvHocms cocnumanuzayuu. Kpome moeo, nobounvle sgpghexmoi, 6 nepsyio ouepedsb
6p0oncna3M, Aejsiemcsi NOMEHYUAlbHbIM — OZpaHU4YeHuem a]l}l NpUMEHEHUsl UH2ATIAYUOHHO20
mobpamMuyuna y 3moii epynnuvl NAYUEeHMOos.

Drobnic ME, Sune P, Montoro JB, Ferrer A, Orriols R. Inhaled tobramycin in non-cystic fibrosis patients

with bronchiectasis and chronic bronchial infection with Pseudomonas aeruginosa. Ann Pharmacother.
2005; 39(1): 39-44.

Couch LA. Treatment with tobramycin solution for inhalation in bronchiectasis patients with Pseudomonas
aeruginosa. Chest. 2001; 120(3 Suppl): 114S-117S.

Lin HC, Cheng HF, Wang CH, Liu CY, Yu CT, Kuo HP. Inhaled gentamicin reduces airway neutrophil
activity and mucus secretion in bronchiectasis. Am J Respir Crit Care Med. 1997; 155(6): 2024-2029.

Hunpognokcayun séraemcs eOUHCMEEHHLIM (QMOPXUHOIOHOM, UCCIE008AHHBIM NPU JedeHUuU
nayuenmos ¢ bpouxosxmaszamu. Mmerowuecs ucciedosanuss noKa3vuléaom, Ymo UHeANAYUOHHbII
yunpogrokcayun 6e30nacer 8 UCNOAb30BAHUY U MOJICEM CHU3UMb 8 MOKpome KoHyenmpayuio P.
aeruginosa, a makoice GAKMepPUANbLHYIo 06CeMeHeHHOCMb 6 yenoM. Jo cux nop Hem y6eoumenbHbix
00KaA3amenbeme IUAHUAL YUNPODLOKCAYUHA HA QYHKYUIO NIe2KUX, YUCTO 000CMPEHUL UTU KA4eCc8o
JHCUSHU.

Rayner CF, Tillotson G, Cole PJ, Wilson R. Efficacy and safety of long-term ciprofloxacin in the
management of severe bronchiectasis. J Antimicrobial Chemother. 1994; 34(1): 149-156.

Serisier DJ, Bilton D, De Soyza A, Thompson PJ, Kolbe J, Greville HW, Cipolla D, Bruinenberg P,
Gonda |; ORBIT-2 investigators. Inhaled, dual release liposomal ciprofloxacin in non-cystic fibrosis
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Martinez-Garcia MA, Soler-Cataluna JJ, Perpina-Tordera M, Romdn-Sanchez P, Soriano J. Factors
associated with lung function decline in adult patients with stable non-cystic fibrosis bronchiectasis. Chest.
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Konucmumemam nampus. Brnusnue xonucmumemama HAMpuUs HA COCMOAHUE NAYUEHIMOS8 C
OPOHX0IKMA3AMU U XPOHUHECKOU KoNonusayuei P. aeruginosa 6u110 oyeneno 6 08yx uccie006aHusx,
6 0bwell croxcnocmu exknoyasuiux 163 nayuenma. Oba ucciedosanus npeononazaiom ymeHbuleHue
uacmomol ob6ocmpenutl, konyenmpayuu P. aeruginosa 6 mokpome u yiyuuieHue Kawecmea JCusHu y
NAayueHmos, NoAyuarwux Konucmumemam uampus. Tem He MeHee, NONYYeHHble 00 CUX NHOP
00KA3amenbCmed 02panuiensl, NOIMOMY HE0OXO00UMbl OONONHUMENbHbIE UCCIeO08AHUA BAUAHUA
Koaucmuna y smou epynnol nayuenmos. Dhar R, Anwar GA, Bourke SC, Doherty L, Middleton P,
Ward C, Rutherford RM. Efficacy of nebulised colomycin in patients with non-cystic fibrosis bronchiectasis
colonised with Pseudomonas aeruginosa. Thorax. 2010; 65(6): 553.

Haworth CS, Foweraker JE, Wilkinson P, Kenyon RF, Bilton D. Inhaled colistin in patients with
bronchiectasis and chronic Pseudomonas aer uginosa infection. Am J Respir Crit Care Med. 2014; 189(8):
975-982.

Crynenyarasi MeAMKAMEHTO3HAsI Tepanusi XPOHMUecKoil HHpeKIN npu GPOHX0IKTA3aX
CoBpeMEHHBIE EBPOICHCKNE PYKOBOACTBA OTMEUYAOT BAXKHOCTH MO3TAMHOTO MOJXO0Ja K JICUCHHUIO
oponxoskra3oB (Tabum. 5). PekomenayeTcs HaUMHATD ¢ PECIIUPATOPHON (HU3NOTEPATHH, AIIUSHTAM
¢ xomopOmmuoit XOBJI wmmm OpoHxmampHOH actMmoil ciemyer HasHaunth MWIKC w/mmm
6p0HXOZlI/IHaTaT0pI)I, U MNEpBOHAYAJIBHO COCPEAOTOYUTh BHHUMAHHUE Ha OCHOBHBLIX IPUYHAHAX
OpoHXO09KTa30B  (Hampumep, uMmmyHomeduiur win ABJIA) 10 Havama TUTENbHON
AHTUOAKTEPHAIBHON TEpaluu, KOTOpas PEeKOMEHAYETCsl MpHU TpexX H Oosiee 00OCTPEHHSAX B TOJI.
Crenyer OTMETHTh, YTO MAIMEHTHI ¢ TpeMs U Ooliee 000CTPEHHUAMHE 3@ OCIEIHUNA TOJ CYUTAIOTCS
XPOHHYECKH MH(UIMPOBAHHBIMU, TPEOYIOIIMMHU JUINTEIBHOTO JICUCHUS! WHTAIALMOHHBIMH H/HIH
nepopanbusiMu antuduoTrkamu [Hill AT, Sullivan AL, Chalmers JD, De Soyza A, Elborn JS, Floto
RA, Grillo L, Gruffydd-Jones K, Harvey A, Haworth CS, et a. British Thoracic Society Guideline
for bronchiectasis in adults. Thorax. 2019; 74 (Suppl. 1): 1-69.].

Ta6auna 7. CryneHuaras MEAMKaMEHTO3HAs! TEPAINs XPOHUUECKON NHPEKIUH ITPU OPOHXO0IKTa3ax
y B3pocnsix (amantuposano u3 [1 Hill AT, Sullivan AL, Chalmers JD, De Soyza A, Elborn JS, Floto
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RA, Grillo L, Gruffydd-Jones K, Harvey A, Haworth CS, et al. British Thoracic Society Guideline

for bronchiectasis in adults. Thorax. 2019; 74 (Suppl. 1): 1-69)).

Ecau 3 u 60J1ee o6ocTpenust B rox || crynens]

Eciu 3 u GoJiee
o0ocTpeHus B rog
HecMoOTps Ha |
CTyHeHb JIeYeHHsI

Eciu S u GoJiee
000CTpeHus B roj
HecMOTps Ha ||
CTyHeHb JeYeHHs!

HET MaTOTrCHOB

JJIUTEIBHO MaKpPOJIHUbI

[IT crynens] [ITT crynens]
) - JUIATEIILHO
P.aeuruginosa ZUTHTEIBHO HHTAJIHORHbIA MaKpOTHIEI
AQHTHUIICEBIOMOHAIHBIH
anTubuornk NUJIN "
LR ARE ORI JUIUTETBHO JUIATENILHO
MaKpOJIHIBI HMHTAMOHHBIE
Ipyrue JUIATEIIBHO MaKpOIUIbL aHTHOMOTUKH
OTEHIHAJIBHO NN gnurensHO )4 144
NaTOr€HHbIE [epopaIbHble aHTUOUOTUKHI peryJisipHo
mukpoopranusmsl | WJIW nnurensHo JUTATEIIEHO BHYTPUBCHHBIC
HHTaSALMOHHBIE WHTJISILIMOHHBIC AQHTUOMOTHKHU
AHTHOHMOTHKH AQHTUOWOTHKH Kaxnpie 2-3
Mecsma

3.1.2.3 AuTnbakTepuaibHAas Tepanusi MUKOOaKTepHo3a

MI/IKOGaKTCpI/IOS JICTKUX — XapaKTCPU3YCTCS HAITMYUEM KIIMHUYCCKUX /WU PEHTICHOJIOTUYCCKUX

NpOSBIICHNH ~ 3a0onmeBaHMst ¢ 0OSM3aTeTbHOM  MHKPOOHMOIOTHYECKOH — MICHTH(HKanuen
HeTyOepKyie3Hbx Mukobaktepuit (HTMB).
. JlnarHocTHyecKky 3HaUMMbIMU MUKPOOHOIOTMYECKIMU KPUTEPHSIMU MHUKOOAKTEpHO3a, B T.4.,

Yy TanueHToB C B3 PEKOMEHAOBAHO CYMTATh:

ITOJI0KUTEITbHBIN pe3ynabTaT HAa HAIUYNC

KHCIIOTOYCTONUMBBIX MuKoOakTepuii (KYM) npr MEKpOCKONHH IpeTapaToB ¢ OKpackoif mo Lluro-
HunbceHy uaM JIIOMHHECHEHTHBIMU KpacuTelsiMu, oOHapyxkenue JTHK HTMb mertomom IILIP,
Hamnuue pocta HTMDB Ha nurarensHBIX cpefaXx M MOATBEPXKIEHHE OJHOTO M TOrO JK€ BHJA
MHUKOOAaKTepHil, Kak MHMHMMYM U3 JBYX 00pa3LlOB JHAarHOCTUYECKOIO MarepHaia, HaIMYHe
pe3ynbTara TecTa JieKapcTBeHHOW uyBcTBUTenbHOCTM HTMDB, nens — ajgexkBaTHas JUarHOCTHKA
muKoGakTepro3a y manueHtos ¢ B3[1, 2, 3, 4].

YYP-A, Y1 -2).

Kommenrapum:
Ilpuopumemnvim — Aeisgemcs  NOOMEEPIUCOCHUE/UCKNIOUEHUE — HANUYUA — HemyOepKyle3HbIX
Mukobakmepuii 8 OUAZHOCIMUYECKOM Mamepuaie Memooamu ¢ MAKCUMALbHOU OOCHYNHOU
YY6CMBUMENLHOCIBIO U Cheyuuunocmoio. Ymobvl MUHUMUBUPOBAN 6EPOAMHOCHTL PACXONHCOCHUS.
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6 Ppe3yIbmamax, NOLYYEHHbIX PA3HLIMU MemoOaMu, KOMNJIEKCHOe UCCIe008aHUe OO0MNCHO
npo8ooUmMbCsl U3 0OHOU NPobsl duazHocmuyecko2o mamepuana. Ilpu omcymemeuu MOKpOmol uiy
HEeB03MOJCHOCMU CcOOpamb MOKpOmy (803pacm pedenKa), Mocym ucciedosamvcs opyeue 6uobl
OUASHOCIMUYECKUX MAMEPUATIO8 (CMbI6 ¢ POMOSIOMKU, NPOMbIEHbBIE 600bl ODPOHX08, ACNUPAYUOHHBLI
Mmamepuan, 6paw-o6uonmam,)

. PexomenjoBaHo B ciydae o6Hapysxenuss HTMbB B inarHocTu4eckoM Mareprale IpoBeIeHne
KOHCYJIbTAllMH CIELHAIICTa [0 MHKOOAKTeprHo3aM C IIeNbI0 HA3HAYEHUSI CXEMblI MPErapaTtoB U
omnpenenenus jamrensHoctu neyenus [Griffith, D.E. An official ATS/IDSA statement: diagnosis,
treatment, and prevention of nontuberculous mycobacterial diseases/ D.E.Griffith, T.Aksamit, B.A.
A.Catanzaro, C.Daley, F.Gordin, SM. Holland, R.Horsburgh, G.Huitt,
M.F.lademarco, M.Iseman, K.Olivier, S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop //

J. Resp. Crit. Care Med. — 2007. — Vol. 175 (4). — P. 367-416; CoriacoBaHHbIE PEKOMEHIALNH

Brown-Elliott,

Awmepukanckoro (oHma kucTozHoro ¢ubposa (MykoBucnumo3a) W EBpomeiickoro obmecTBa
KHCTO3HOTO (hHbpo3a 10 JICYSHUI0 MUKOOAKTepro3a Y Mal[MEeHTOB C KUCTO3HBIM (uoposom. C-116.:
Baarorsopurensusiii Gonx «OctpoBay, 2017 1. — 32¢. Penakrop nepeBoaa H.FO.Kammpckas. ISBN
978-5-9906416-6-2; [Imenes E.U., KoBanesckas M.H., Opremos A.D., UepHoycosa JIL.H.,

JlapuonoBa E.E. MukoGakTeprno3bl B NpakTHKe Bpada-mysiabMoHonora: CocrosHue mpobiemsr /

U 0 A U L )

Eradication success for non-tuberculous mycobacteria in children with cystic fibrosis / Eur Resp

oTcopMaTUPOBaHO:

LiBeT wpwudTa: YepHbIit

IIpaktnyeckas nyneMoHouorus. 2016. Ne 3. C. 37-43. L. Miiz, R. Girén, C. Olveirg, M. [OTd)oPMaTupoaauo: LWpndT:

Vendrell, R. Nieto, M. A. Martinez-Garcia, Prevalence and factors associated with nontuberculous [ ordpopmaruposano: Wpudr:
[on:bopna-mposano: WpndT:

mycobacteria in non-cystic fibrosis bronchiectasis: a multicenter observational study /BMC Infect (ordpopmarposano: Lipnsr:

Dis, 2016; 16(1): 437. doi: 10.1186/s12879-016-1774-x; Timothy J Ford, Robyn A Silcock, Steven [°T¢opMaTMposaHo= Wpndr:

M Holland Overview of nontuberculous mycobacterial disease in children J Paediatr Child | orbopmarnposano: Wpigr:
[OTdJopma'ruposauo: WpwndT:

Health. 2021 Jan,57(1)15'18 doi: 101111/] pC15257 Epub 2021 Jan 6. ACarro, M.L. Herranz E.B., [OTd)OpMaTVIpoBaHD: WpndT: LigeT wpudTa: YepHbIn

R.N.Royo Respiratory infections due to nontuberculous mycobacterias/ Med. Clin. (Barc). — 2018.

—Val. 150(5). — P. 191 — 197. Jlutunos B.W. Hery6epkyJe3Hbie MUKOGAKTEPHU, MHKOOAKTEPHO3bI

/ Bectauk [THAUT. ,— 2018.,— Ne2.,— C. 5-20. DOI: 10.7868/S2587667818020012  I'yHTymoBa [onmpMaTMpoBaHo: LWpuaT: LiseT wpmdTa: YepHbili

JL.A., BopucoB C.E. Muko0akTepuo3bl OpPraHOB [bIXaHHS B METAIloOJHCe: JICYCHHE H €ro [oﬂbo""am”“"o: LWpwT: LiseT wpypra: uepHii
[orqnopmamposauo: WpndT: LiBeT wpudTa: YepHbIn

addekTuBHOCTh, HaOMOmeHHe OonbHBIX / Bectmmk [THUUT. — 2021, — Nol. — C. 38-49. [onbowammsa"o: WpndT: LseT wpndTa: YepHbii

DOI: 10.7868/S2587667821010052. Dominic  A. Hughes, Idan Bokobza, Siobhan  B. Carr [°T¢°PM3T"P°B“°= WpnT: Liset wpndra: YepHbii
[OTdJopmaTuposaHo: WpndT: LiBeT wpudTa: YepHbIn
(
(

J 2021 57: 2003636; DOI: 10.1183/13993003.03636-2020].

YYP-C,ya1-5).

. PexomeHayeTcs NpH Ha3HaYeHWH JIEYEHMS IMaleHTaM C MHKOOAKTepHO30M IIPUMEHSTHh
MEePCOHATN3UPOBAHHBIN MOAXO0J C YIETOM:

- heCTa Ha JIEKapCTBEHHYI0 4yBCcTBUTENbHOCTE HTMDB)
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- MAaCCUBHOCTH M JJIMTCIIBHOCTH 6aKTepI/IOBBII[€H€HI/IH;

- CONYTCTBYIOIIMX 3a00JI€BaHUH, SBISIONIUXCSA NPOTHUBOIOKAa3aHUEM K HA3HAYEHHIO ONIpeeIeHHbBIX
rpynn ABIT;

- BBIPOKECHHOCTH KJIMHUYECKUX NPOSBICHUN (IMXOpajKa, Kalledb C MOKPOTOM, OJIbIIIKA,
KpOBOXapKaHbe H JIp.);

- PEHTTEHOJIOTHMYECKUX HM3MEHEHHH (ouyard, MHOWIBTPaTUBHBIE H3MEHEHHs, IOJOCTH pachajaa
JIETOYHOHN TKaHM);

- neperocumoctu ABII [Griffith, D.E. An official ATS/IDSA statement: diagnosis, treatment, and
prevention of nontubercul ous mycobacteria diseases/ D.E.Griffith, T.Aksamit, B.A. Brown-Elliott,
A.Catanzaro, C.Daley, F.Gordin, S.M. Holland, R.Horsburgh, G.Huitt, M.F.lademarco, M.lseman,
K.Olivier, S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop // J. Resp. Crit. Care Med. —
2007. — Vol. 175 (4). — P. 367-416; CoriacoBaHHbIC PEKOMEHIANN AMEPHUKAHCKOTO (OHIA
KHACTO3HOTO (ubpo3a (MykoBucimao3za) u EBpomelickoro oOmecTtBa KHCTO3HOTO ¢ubpo3a mo
JICYCHUIO MUKOOAKTEepH03a y MAIIMEHTOB ¢ KUCTO3HBIM (pudpo3om. C-I16.: biarorBopurtenbHslii GoHA
«OctpoBay, 2017 r. — 32c. Pemaktop mepeBoma H.HO.Kammpckas. ISBN 978-5-9906416-6-2;
Ilmenes E.M., KosaneBckas M.H., OpremoB A.D., YepnoycoBa JI.H., JlapuonoBa E.E.
MukobakTepuo3sl B IpakTHKe Bpada-myiabMoHoiora: CoctosHue mpobnems! / Ilpaktuueckas
nysnsMonostorus. 2016. Ne 3. C. 37-43. L. Mdiz, R. Girdn, C. Olveira, M. Vendrell, R. Nieto, M. A.
Martinez-Garcia Prevalence and factors associated with nontuberculous mycobacteria in non-cystic
fibrosis bronchiectasis: a multicenter observational study /BMC Infect Dis. 2016; 16(1): 437. doi:
10.1186/s12879-016-1774-x; Timothy J Ford, Robyn A Silcock, Steven M Holland Overview of
nontubercul ous mycobacterial diseasein children JPaediatr Child Health. 2021 Jan;57(1):15-18. doi:
10.1111/jpc.15257. Epub 2021 Jan 6. Carro, M.L. Herranz E.B., R.N.Royo Respiratory infections
due to nontuberculous mycobacterias/ Med. Clin. (Barc). — 2018. — Vol. 150(5). — P. 191 — 197.
JlutBunos B.U. HetybOepkynesusie MukoOakTepun, MukodakTeprnossl / Bectank [THUUT. — 2018.
— Ne2. - C. 5-20. DOIL: 10.7868/S2587667818020012 I'yarynosa JI.J., Bopucos C.E.
Muko0OaKTepHo3bl OPTaHOB IBIXaHUS B METAIOJNNCE: JICYCHHE U ero d3PPEKTUBHOCTD, HAOIIOICHHE
6onpHbIX / Bectnuk ITHUMT. — 2021. — Nel. — C. 38-49. DOI: 10.7868/S2587667821010052.
Dominic A. Hughes, Idan Bokobza, Siobhan B. Carr Eradication success for non-tuberculous
mycobacteria in children with cystic fibrosis / Eur Resp J 2021 57: 2003636; DOI:
10.1183/13993003.03636-2020] .

(YVP - C, VI - 5).
KOMMeHTale{l: AHmu6al<mepuaﬂbele npenapanivl HasHadvarom 6 MAKCUMATIbHBIX
mepanesmu4eckux 003ax, coomeemcmeyrowux eospacnmy u macce mejia p€6€HKa.

Jleuenue nposooumces 6 2 ghazvl:

unmencusHas paza — HAnpasnena Ha AUKGUOAYUIO KIUHUYECKUX NpOsGIeHull 3a001e6aHus,
MakcumanvHoe 6o30elicmeue Ha nonyusyuto HTMB ¢ yenvlo npekpawjerusi pasmHOdCeHUs:
Muxobaxmepuil u npedomspawenuss paseumus J1eKapcmeeHHol YCmouuugoCmu, paccacvlianue

04azco8blx U uH([)uﬂbmpamusnblx uzMeHenull, 3axkpsimue nonocmetl pacna()a 8 JIeCKUX,
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@asa npooondcenus — HanpagieHa Ha NOOAGNEHUE COXPAHAIOWENCS MUKOOAKMepUanbHo
nonyasyuu, obecneuusaem OanbHeluee YMeHblUEHUE GOCNATUMENbHBIX UBMEHeHUll, a makxice

soccmanoseiienue d)yHKL{uOHa]leblx 803MOJICHOCMEl opeaHusma.

. Pexomenayercst xputepueM d3(G(OEKTHBHOTO JEUYSHHS MHKOOAKTepHo3a W 3aBEpIICHUS
WHTCHCHBHOH (a3l CUUTATh OTCYTCTBHE POCTa MUKOOAKTEPHH Ha IMHUTATENBHBIX Cpeflax He MeHee
4YeM B TpeX IOCIENOBaTeNbHO (C MHTEpPBAIOM | Mecsm) B3ATHIX 00pa3lax JHAarHOCTHYECKOTO
Marepuana (MOKpoTa, cMbIB ¢ poTtorioTku) [IIpmka3 Munzgpasa P® ot 21.03.2003 Ne 109 «O
COBEPIICHCTBOBAHUM HPOTHBOTYOEpKyNne3HbIX Meponpusatuii B Poccumiickoit  depepammny.
(Tlpunoxenne A3) HWHCTpykumss 1m0 yHHUGUUHMPOBAHHBIM METOJaM  MHKPOOHOIOTHYECCKUX
uccie0BaHul IpU BBIABICHUM, TUATHOCTUKE U JICUCHUU TyOepKyJiesa.

Knuandeckue pexomenganuu «Tybepkynes y merein»y. PO, 2020. — 53 c¢. Haworth, C.S. British
Thoracic Society Guidelines for the Management of Non-tuberculous Mycobacterial Pulmonary
Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher, T.Gorsuch, |.F.Laurenson,
A.Leitch, M.R.Loebinger, H.JMilburn, M.Nightingale, P.Ormerod, D.Shingadia, D.Smith,
N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. ii1-ii64].

* Pexomenayercsi B a3y MpPONOIDKEHHS JICUCHUS MHKPOOHOIOTHYECKOE HCCIIEIOBAHNE
JIUarHOCTUYECKOr0 Marepuaga IMPOBOAUTH C MHTEPBAIOM 2 MecC. 1O OKOHYaHMsA jedeHus [IIpukas
Munzapasa P® ot 21.03.2003 Ne 109 «O coBepLICHCTBOBAHMH HPOTHUBOTYOEPKYJIE3HBIX
Mmeponpustuii B Poccuiickoit @enepanumy». (Ilpunoxenne A3) MHcTpyknns mo yHUGHUIMPOBAHHEIM
METOaM MHKPOOHMOJIOTHYECKHX HCCICIOBAHUM IPU BBIABICHUH, JHATHOCTHKE M JICUCHHH
TyOepKyesa.

Knuangeckue pexomenpannn « TyGepkynes y pereit». PO®, 2020. — 53 c.].
YYP-C,yad-5).

. IMocie 3aBepiIeHUs JICUSHUSI MUKOOAKTEpHO3a PEKOMEH IYeTCsl IIOCTOSIHHOE HAaOJIoJeHHE 3a
COCTOSHMEM TMaI[MEeHTa M DErylspHOe, He peke YeM pa3 B 6 MecAleB MHKPOOHOIOrHYeCcKOe
ucciefoBaHue Ha Hamuuue unud orcyrctBue HTMb B nguarnoctuueckoMm Martepuane [IIpukas
MunmgpaBa PO or 21.03.2003 Ne 109 «O CcOBEpHIIEHCTBOBAaHHHM IIPOTHBOTYOEPKYIE3HBIX
Meponpustuii B Poccuiickoit ®enepanumy. (IIpunoxenne A3) MHcTpyKIus Mo yHUPHIUPOBAHHBIM
METOlaM MHKPOOHMOJIOTHYECKHX HCCIEIOBAHUKA TIPU BBIABICHUH, JHATHOCTHKE M JICUYCHHH
TyOepKyIesa.

Knunnueckue pexomergaiuu « Tybepkyies y gereii». PO®, 2020. — 53 c.

Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, JBanks, T.Capstick, A.J.Fisher,

79



T.Gorsuch, |.F.Laurenson, A.Leitch, M.R.Loebinger, H.J.Milburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Foto // Thorax. — 2017. — Vol. 72. — Supp. iil—
ii64].

Kommenrapuu: B cnyuae peyudusa muxobaxmepuosa pekoOMeHOYemcsi NOGMOPHOE NPOGeIeHUe
Jle4yeHust ¢ Peuuc)ue Muko6m<mepu03a — nos6leHue KIUHUYeCKUx u/uiu PEHM2EeHON02UHYEeCKUX
I’lpO}lGﬂeHl/lﬁ 3a001e6aHUsL 6 COYCMAHUU C NOJIONCUMEIbHBIMU pesyromamamu MquOﬁuOﬂoeulleCKOZO

uccredosanus ouasHocmuyecko2o mamepuana na HTMPb.

. He pexkomeHmyercs CcuuTaTh pELUAMBOM MHKOOAKTepuo3a — OOHApyXeHHe B
JquarHoctrdeckoM Marepuane HTMB, mpy oTCyTCTBUMH KITMHHYECKUX H/HIHM PEHTTCHOIOTHIECKHX
HpOSIBIICHUH 3a00NieBaHusi C LENbI0 HM30€raHds HepannoHaIbHOW Teparmuu [JluteuHOB B.U.
HetyGepkyie3nsle MuxkobakTepun, Mmukobakrepnossl / Bectauk IITHUNUT. — 2018. — Ne2. — C. 5-
20. DOI: 10.7868/S2587667818020012; T'yntymnosa JI.JI., Bopucos C.E. MukoGakTepHo3bl OpraHos

JIbIXaHWs B METamolIice: JIeYeHHe 1 ero 3 GexTHBHOCTh, HabmoeHre 001bHbIX / BectHuk [THUNT.
—2021. — Nel. — C. 38-49. DOI: 10.7868/S2587667821010052].
YYP-C,ya[d-5).

KomMmenTapuu:

npuHAmue  peuleHus O  JIeYeHuu — OCmaemcsi  MpyOHbIM, — CYWecmeyem — 3HAYUMenIbHas
HeonpeoeneHHOCHb 8 OMHOUEHUY NOMEHYUATLHOU NOb3bl MEPantll U pUCKO8 PA3GUMUS NOOOYHBIX
peaxkyuti  om  nposedenus  OIuMenbHou  anmumukpoonou — mepanuu  [JlutBuno  B.U.
Hery0epkyne3ubie MukobakTepuu, Mukobdakreprossl / Becrunk [THUWT. — 2018. — Ne2. — C. 5-
20. DOI: 10.7868/S2587667818020012; T'yarymosa JI./I., BopucoB C.E. Muko6akTepHo3bI OpraHoB
JIBIXaHHS B METAIIOJIICE: JICYEHHE U ero 3 (EeKTUBHOCTE, HabMroneHne 0onpHbIX / Bectank [ITHUUT.
—2021. — Nel. — C. 38-49. DOI: 10.7868/S2587667821010052; Mimi Lu, Vishal Saddi, Philip N.
Britton, Hiran Selvadurai, Paul D. Robinson, Chetan Pandit, Ben J. Marais Dominic A. Fitzgerald
Disease caused by non-tuberculous mycobacteria in children with cystic fibrosis / Paediatric
Respiratory Reviews Vol. 29, February 2019, P. 42-52].

HpOTI/IBOMI/IKPOGHI)Ie IpernapaTtbl CHCTEMHOI'O HeﬁCTBHﬂ, NPUMEHACMBIC y TIAITUCHTOB C
MHUKOGaKkTepro30M, Bei3zBanHbIM Micobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) npencrasiesbt [B Ta0IMIE Eﬂ [KinuanuecKre peKOMEH Talim
«Tybepkyne3 y aereit». POD, 2020. — 53 c. Haworth, C.S. British Thoracic Society Guidelines for
the Management of Non-tuberculous Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth,
J.Banks, T.Capstick, A.J.Fisher, T.Gorsuch, LF.Laurenson, A.Leitch, M.R.Loebinger, H.J.Milburn,
M.Nightingale, P.Ormerod, D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. —
2017.—-Vol. 72. — Supp. ii1-ii64

Daey CL, laccarino M, Lange C, Cambau E, Wallace RJ Jr, Andrejak C, Bottger EC, Brozek J,

Griffith DE, Guglielmetti L, Huitt GA, Knight SL, Leitman P, Marras TK, Olivier KN, Santin M,
Stout JE, Tortoli E, van Ingen J, Wagner D, Winthrop KL. Treatment of nontuberculous
mycobacterial pulmonary disease: an officidl ATS/ERS/ESCMID/IDSA clinical practice guideline.
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Eur Respir J. 2020 Jul 7;56(1):2000535. doi: 10.1183/13993003.00535-2020. PMID: 32636299;
PMCID: PMC8375621. https://www.nchi.nlm.nih.gov/pmc/articles’PM C8375621/
Welte T, Dinkel J, Maurer F, Richter E, Rohde G, Schwarz C, Taube C, Diel R. Versorgung von

Petienten/innen mit einer durch nichttuberkul6se Mykobakterien verursachten Lungenerkrankung in

Deutschland — ein transsektorales patientenorientiertes Versorgungskonzept [Patients with lung
disease caused by non-tuberculous mycobacteria in Germany: a trans-sectoral patient-oriented care
concept]. Pneumologie. 2022 Aug;76(8):534-546. German. doi: 10.1055/a-1855-0858. Epub 2022
Jul 25. PMID: 35878604; PMCID: PMC9365527.
https://www.ncbi.nlm.nih.gov/pmc/articles/PM C9365527/ ]

Ta6auna 8. AutubakTepuaabHble IpenapaThl, IPUMEHsIeMbIe y NaleHTOB ¢ MUKOOAKTEPHO30M,

Be3BaHHBIM Micobacterium avium complex (MAC) u Mycobacterium abscessus complex

(MABSC)
IAHTHOAKepHAJbHBIN NpenapaTt Cyrtounas n03a s | Cyrounasi 1o3a [Cnocod IKpaTHocTh
lmereii /1151 B3pOCIBIX  [BBEIEHHS BBeIeHHS
HAMHKanUH** Mersim: 15-25 mr/kr |15 mr/kr IB/B 1
MompocTkam: 15-25
MI/Kr MakcuMaibHas
pmoza: 1000 mr
#AMIKaIHH** 250-500 mr 250-500 mr [MuransiuonHo |2
#A3UTPOMHITHH ** Persim: 10-12 mr/kr  [250-500 mr IBHYTpH 1
IMoxpocTkam:
Ino3upoBKa Jist
B3POCIIBIX
MakcumanbHas
jmosupoBka: 500 Mr
#lledoxcurun 150 200 mr/kr IB/B 3-4
MI/Kr(MakcUMasTbHast [(MaKCHMATbHAs
Ino3a — 12 r/nens) imo3a — 12 r/mens)
#Kmaputpomumma** 7,5 Mr/kr 500 mr IBHYTpH 2
(MakcHMabHasH 1032
500 mr)
He pexomenayercs SO0 mr IB/B 2
#Ko-Tprmokcason [cymnbhamerokcason + [10-20 mr/kr (o 1920 mr IBHYTpBH 2
[rpuMeTonpuM]** [TPUMETOIIPHMY) IB/B 2
#OTamOyTOIT** Imetsam: 15 mr/kr 15 mr/xr IBHyTpH 1
ropocTkam: 15 Mr/kr
H#UmuneHem+[ unacratua]** Pacuet 10361 O IPacyer no3el o [B/B 2-3
l/lMl/Il'leHeMy: VlMl/ll'leHeMyZ
[Tpu macce Tena no 40[[TauenTs! ¢
Kr — 60-120 Mr/kr IMaccoii Tena
(MakcumanbHast no3a [>SOkr:
2000 mr), 2-2,251
(1rx2p/nn unn
750 mr x 3p/nH)
[TareHTs! C
IMaccoii Tena
<50kr — 30 mMr/kr
(15 mr/kr x
2p/nH)
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#ITuaezommm** 12 net: 10 mr/kr 600 -1200 mr IBHYTpD 1-2
12 ner u crapme: 10
MT/KT (MakcHMaibHas
imo3a- 600 mr)

<12 mer: 10 mr/kr 12 6001200 mr  |B/B 1-2
Imet u crapure: 10
MI/KT (MakCHMabHas
jmo3a- 600 mr)
#Moxcudoxcaun** 7,5-10 mr/kr 400 mr IBHyTpH 1
(MakcHMaIbHas 103
=400 Mr B IeHb)
7,5-10 mr/ 400 mMr IB/B 1
(MakcHMaIbHas 103
400 Mr B 1eHb)

HMUHOIMKITNH 2 Mr/kr 100 mr IBHyTpb 1-2
(MakcHMaIbHas 103
200 mr)
# JlokcuumKkIH** <12 net ¢ maccoit 200 mr IBHyTpH 2
(IpOTHBOIOKA3aH AETAM 0 § JIeT) rena <S0kr: 4Mr/kr
12 net u crapuie: 200
Mr
# Pucdammmrma* * 10-20 mr/kr <50 kr 450 Mmr  [BHyTpH 1
(MakcumanbHast go3a [>50 xr 600 Mr
- 600 mr)
#PudabyTun** 5-10 mr/kr 150-300 IBHyTpb 1
(MakcumanbHast go3a (150 mr, ecu
300 mr) MaIeHT
MpHHUMaeT
CUITbHBIH
MHTIOUTOD
n3odepmenTa
CYP3A4
450-600 mr, ecinu
marueHT
NpUHAMAeT
CHITBHBIN
CTHMYJISTOp
CYP3A4
H#CrpentoMuma** 20-40 mr/ 15 mr/xr IB/B 1
(MakcuManpHast 103a |(MakcuMalibHas |B/M
1000 mr) to3a — 1000 mr)
HTurenmKIna** 8-11 ner: 1,2 mr/kr  [100 mr IB/B 2

(MakcUMabHas 1032
50mr) 12 7nerm
cTapiie: ygapHas 1034
- 100 mr, 3atem — 50
MT

Ipumeuyanue:

#IlpuMeHeHHe  JIEKapCTBEHHOTO  TIpemapaTa BHE  3apETHCTPHPOBAHHBIX B MHCTPYKIUH
JIEKAPCTBEHHOTO CPEACTBAa IOKA3aHUHM TNPOM3BOAMTCA IO PEIICHHIO BPadeOHOW KOMHCCHH C
paspenieHus JIOKaJIbHOTO 3THYECKOr0 KOMUTETA MEAUIIMHCKON OpraHu3aluy (IpHU HAJIUYKH), IPU
HaJIMYUY NTOJIUCAHHOTO HH()OPMUPOBAHHOTO COITIACHsl POJUTENICH (3aKOHHBIX NpeACTaBUTeNeH) U
pebenka B Bo3zpacte crapuie 15 ner.

Bcee mpemapatel, npumensiemsle npu Micobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) nasuauarorcst BHe nacTpykuuu (0ff-label) mo sxu3HeHHbIM oKa3aHusIM.
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B03pacere OrpaHNYCHUA YKa3aHbl B JO3UPOBKaX IJIA HCTeﬁ, JAuamna3oH JO3UPOBOK IIPEACTABIICH B
COOTBCTCTBHHU C I/IHCprKIII/Ieﬁ K [Iperapary, pac4eT IIPpUBOAUTCA B COOTBETCTBUU C Knuanyeckumu
pexomenpanusimMu PO® «Ty6Gepkynes y nereit», 2020 r. u CorllacoBaHHBIMH PEKOMEHIAIIASIMH
AwmepukaHckoro (oHma kucTozHoro ¢ubOpo3a (MykoBucuumo3a) W EBpormeiickoro obmecTBa
KHCTO3HOTO (UOpo3a IO JICYCHUI0 MHUKOOAKTepro3a y TMAalMeHTOB C KHUCTO3HBIM (GuOpo3oM
[Knnunueckne pekomenaamu «Tybepkyies y aereii». PO®, 2020. — 53 c. Haworth, C.S. British
Thoracic Society Guidelines for the Management of Non-tuberculous Mycobacterial Pulmonary
Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher, T.Gorsuch, |.F.Laurenson,
A.Leitch, M.R.Loebinger, H.JMilburn, M.Nightingale, P.Ormerod, D.Shingadia, D.Smith,
N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. iil-ii64, Daey CL,
laccarino JM, Lange C, Cambau E, Wallace RJ Jr, Andrejak C, Bottger EC, Brozek J, Griffith DE,
Guglielmetti L, Huitt GA, Knight SL, Leitman P, Marras TK, Olivier KN, Santin M, Stout JE, Tortoli
E, van Ingen J, Wagner D, Winthrop KL. Treatment of nontuberculous mycobacteria pulmonary
disease: an official ATS/ERS/ESCMID/IDSA clinical practice guideline. Eur Respir J. 2020 Jul
7,56(1):2000535. doi: 10.1183/13993003.00535-2020. PMID: 32636299; PMCID: PMC8375621].

ITo6ouHbIe peaky aHTHOAKTEPHATIBHBIX MIPENapaTOB U PEKOMEHyeMbIe METOIbI KOHTPOJIS
npezcraeieHs! B Tabmuie 9. [Knnnudeckue pexomennaunn « Tybepkyies y aereii». PO®, 2020. —
53 ¢. Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher,
T.Gorsuch, I.F.Laurenson, A.Leitch, M.R.Loebinger, H.J.Milburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp.
ii1-ii64]

Tab6aunua 9. [loOoyHbIe peakiK aHTHOAKTEPHANBHBIX INPENapaToB M PEKOMEHIYyEMBIC METOIbI
KOHTPOJIS [IPU Tepalui MUKOOAKTEPHUO30B.

[penapat Yacrble nobouHsle/ToKCHYeCKHEe | MeToabl KOHTPOIIS
JiefcTBUs
#AMUKarH** [ToveuHast TOKCHYHOCTh IIpoBepka KOHICHTPAIUI
aMHKalMHa B KpoBU®
ITpoBepka KOHLIEHTPALIUI
KpEaTHHHHA B KPOBH
ITpoBepka CHMITOMAaTHKH,
OTOTOKCHYHOCTD (3BOH B yiax, | [ICPBHUHOC 00Cie/10BaHkE,
I0Tepst CITyXa Ha BHICOKUX TIPOBEJICHNE TEPHOJTIECKUX
94acToTax) aynorpamMm
#Asurpomunua** TomHoTa, pBOTA, AMApes ITposepka cumnTOMaTHKH
OTOTOKCHYHOCTh IIpoBepka cUMITOMATHKHY,
ayIHOT paMMBbI
CHHIPOM yIIMHEHHOTO
untepsana QT OKT
#Knapurpomurua** I'enatut [Neuenounsie mpoObI
HckaxeHne BKyCOBBIX ITpoBepka CHMNITOMATHKH
OILYLIEHUI
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3aMeIEHHBINA ITeYeHOYHBII
MeTabosm3M prupadyTHHa

HpOBepKa CUMIITOMaTUKHA

#lledpoxcuTun

anopamca, CBIIb

Do3uHOG IS, AHEMHS,

JIEHKOTICHNUS, TPOMOOIIUTOTICHHS

UnrepdepeHuus ¢ qpyrumu
NpOOHPHBIMH aHATH3aMH JUIS
U3MEpeHHs KpeaTHHHHA
CBIBOPOTKHU KPOBU

HpoaepKa CUMIITOMAaTUKH

OOl KIMHAYECKUI aHaIIn3
KpOBHU

Hcnonb30BaTh Ipyrue
QHAJTM3bI

#Ko-TprmMokcason

TomnoTa, pBoTa, Auapes

IIpoBepka cuMnTOMAaTHKU

(Cynbedamerokcazon+ . . .

TpHMETOmPHM) ¥ Amnemus, neiiKonenus, OO6mmit KTMHAYECKHI aHaII3
TPOMOOIMTONCHYS KpOBHU
JIuxopasika, ChIlb, CHHIPOM ITpoBepka CHMNTOMATUKH
CruBeHca-J>xoHCOHa

#OramOyTOI** HeBpur 3puTenpHOro HepBa IIpoBepka CUMIITOMATHKH

IMepudepryeckas HeBponaTUsL

(moTepst LIBETOBOTO
3PEHUS/OCTPOTHI 3PCHHs)

IlepBuuHOE 0OCNEIOBaHUE U
IIPOBEICHHE MTEPHOTIMIESCKIX
TECTOB IS IPOBEPKH
I[BETOBOT'O 3PCHUSI U OCTPOTHI
3peHus?

3akiaro4yeHue opTanpMonora
[PH BO3HUKHOBEHHU
CHMIITOMOB

ITpoBepka CHMIITOMAaTHKH;
HCClIeJOBaHNE TIPOBOJUMOCTH
HEPBOB

#muneneM+unaactaTua**

I'ematut

ITeuenownbIE TPOOBI

#muneneM+unnactaTua**
(IpomorKeHue Kypea)

TomrHoTa, pBOTA, AUApEst

HpOBepKa CUMIITOMAaTUKHA

#JIunesommma™**

AHewmus, eHKOneHus,
TPOMOOIUTOIICHHS

Iepudepryeckas HeBponaTHL

HeBpuT 3puTensHOro Heppa

OO1IHii KITHHUYECKUN aHaIH3
KPOBH

IIposepka
CHMIITOMATHKH/KITHHHYECKast
OLIeHKa/3IeKTpodu3noIorus

[IpoBepka CHMIITOMAaTHKH
(TIoTeps IBETOBOTO 3PCHUS U
OCTPOTHI 3pCHUS)

IlepBuuHOE 0OCNEIOBaHUE U
MIPOBEICHHUE MEPHOTHYECKUX
TECTOB JIJIsI IPOBEPKH




I[BETOBOT'O 3PEHMS U OCTPOTHI
3peHust

3akmoueHue ohTanbLMoIora
[IPH BO3HUKHOBEHHHU

CHMIITOMOB
#Moxkcudokcara** TowHoTa, pBOTA, AUApEs IIpoBepka CUMIITOMATHKA
becconnnuia, 6ecrnokoicTso, IIposepka cumMnTOMaTHKH
TPEBOKHOE PAacCCTPONHCTBO
Tenguuur
ITpoBepka CHMNITOMaTHKH
CBETOYYBCTBUTENBHOCTD
ITpoBepka CHMNTOMAaTHKH
CHHAPOM YAJIMHEHHOTO KT
unTepBana QT
#MUHOUMKINH CBeTOYYBCTBUTEJIIBHOCTh IIpoBepka cUMNTOMATUKH

TowmHoTa, pBOTAa, AMapes
T'onoBokpyxenue

ITurmeHTanus KOXU

IIpoBepka cuMNTOMAaTHKH
IIpoBepka cuMOTOMaTUKH

Kimnndeckast onenka

#Pubamnuuua** u #pucdaldytun**

OpaHskeBOe OKpaIlIiBaHHe
OHMOJIOTNYECKUX JKUIKOCTEH
(BO3MOXKHOE OKpaIINBaHUE
KOHTaKTHBIX JINH3)

T'ematut
TommHoTa, pBOTa, AMApEs
Jluxopanka, 03H00

TpomOouuToneHus

IToyeuyHast HEIOCTATOYHOCTD
(pudammuimn)

Y CKOpEHHBIH TOYEUHBII
MeTaboIM3M MHOTOYHCIICHHBIX
JIEKapCTB

IIpoBepka cUMNTOMATUKH

[leueHo4HBIE TTPOOBI
IIpoBepka cuMOTOMaTUKH
IIpoBepka cUMOTOMAaTUKH

OO1IMii KITHHUYECKUI aHaIH3
KpPOBH

AHanu3bl KpOBU

Koppekuus 103MpOBKHU IpyTrux
JIEKapCTB/ypPOBHS B
CBIBOPOTKE, TIPU HAJIUYHN
TaKOBBIX

#Pugabytna**

Jlelikonenus

[epeanuii yseur (mipu
COYCTaHWH C
KIIAPUTPOMHUILIITHOM)

FpHnnomme CHUMIITOMBI,
TNoJIMapTpaarus, NOJIUMHAIITUA

OO1Mii KITHHUYECKUN aHaIH3
KpPOBH

IIpoBepka cuMOTOMaTUKH

IIpoBepka cuMNTOMAaTHKU

85




#CrpenroMunua™** [ToyeuHast TOKCUYHOCTH PerynspHsie NpoBepKH ypOBHS
CTPENTOMHUIIMHA B CBIBOPOTKE
KpOBHU

PerysnsipHble IpOBEpKH YPOBHS
KpeaTHHHHA B CHIBOPOTKE
KpOBHU

OTOTOKCHYHOCTS (3BOH B yIIax,

HOTepst CIIyXa Ha BBICOKUX [posepka cumnromatuky,

HacTOTAX) INepBuuHOE 0OCEIOBaHME,
TIPOBEJICHNE TEPHOTTIECKUX
ayauorpaMm
#Turenura™** TomHoTAa, pBOTA, ANApEs ITpoBepka CUMIITOMAaTHKH
IMankpeaTtur IIpoBepka KOHIEHTpaLK
aMuUIIa3kl B CIBOPOTKE KPOBH®
I'nnonporenHeMus
ITpoBepka KOHLEHTPALIUI
anpOyMUHA B CHIBOPOTKE
Bunnpy6unemus KpOBH

IpoBepka KOHLEHTPALUH
OmMpyOHHA B CHIBOPOTKE
KpOBHU

s mony4eHust MaKCUMAaIbHOTO ypoBHs B 20-30 /M1 1 MEHUMAJILHOTO YPOBHS <5-10 pur/mi.
[Tpu npueme 25 MI/Kr/aeHb HEOOXOMMO HPOXOIMTh EKEMECTIHBIE OCMOTPBI
3Y nu11 ¢ nOYeYHOH J0CTATOYHOCTHIO

3.1.2.3.1 Anmubaxmepuanvuas mepanus MuKodoaxmepuosa, evizeannozo M. abscessus complex
. PekoMeHOBaHO MAalMEHTaM C MHKOOAaKTepHO30M, BBI3BAaHHBIM  IIPEACTABHTEISIMU

M .abscessus complex mpoBoauTh AByX(hasHoe jeucHHe — (Pasa WHTCHCHBHOTO JICUCHHS TODKHA
cMensThes dasoii nponommkenus nedenus [Griffith, D.E. Anofficial ATS/IDSA statement: diagnosis,
treatment, and prevention of nontuberculous mycobacterial diseases/ D.E.Griffith, T.Aksamit, B.A.
Brown-Elliott, A.Catanzaro, C.Daley, F.Gordin, SM. Holland, R.Horsburgh, G.Huitt,
M.F.lademarco, M.Iseman, K.Olivier, S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop //
J. Resp. Crit. CareMed. — 2007. - Val. 175 (4). — P. 367-416, Haworth, C.S. British Thoracic Society
Guidelines for the Management of Non-tuberculous Mycobacterial Pulmonary Disease (NTM-PD) /
C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher, T.Gorsuch, I.LF.Laurenson, A.Leitch, M.R.Loebinger,
H.J.Milburn, M.Nightingale, P.Ormerod, D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto
/l Thorax. — 2017. —Vol. 72. — Supp. ii1-ii64.; Daley CL, laccarino JM, Lange C, Cambau E, Wallace
RJ Jr, Andrejak C, Bottger EC, Brozek J, Griffith DE, Guglielmetti L, Huitt GA, Knight SL, Leitman
P, Marras TK, Olivier KN, Santin M, Stout JE, Tortoli E, van Ingen J, Wagner D, Winthrop KL.
Treatment  of  nontuberculous  mycobacterial pumonary  diseases an  officid
ATS/ERS/ESCMID/IDSA clinical practice guideline. Eur Respir J. 2020 Jul 7;56(1):2000535,
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https://www.ncbi.nim.nih.gov/pmc/articles/PM C9365527/#.~:text=Welte%%20T%2C%20Dinkel ,8)
%3A534%2D546 | (tabauma 10).
(YYP-C, Y] -5).

Ta6auna 10. ®a3sl JevyeHns1 IPH MUK0OOaKTepH03ax, BI3BaHHBIX M. abscessus complex

®A3bl JEYEHUS
HUHTEHCHUBHAS NPOJOJI’KEHUSA
A3BUTPOMULIVH BHYTPb
AMUKanuH BHYTPUBEHHO
TUrenukIvMH BHyTPUBEHHO
[mMuTIeHEMHIMITIACTATHH]| BHYTPHBEHHO
[edoxcutun] BHyTpUBEHHO

A3UTPOMMLIMH BHYTpPb
AMMKalUH B UHTAJSALUAX
MHUHOLUKINH BHYTPb
[MoxcudokcanyuH] BHyTpH
[nuHe30nMA] BHYTPD

* JUIMTENBHOCTh KaXmoM (asel u KoiauuectBo ABIT B cxeMe ONpEeNeNsAroTcs HMHAMBHAYAIbHO C Y4ETOM

KIMHUYECKOH, PEHTIeHOJIOTNIECKOH 1 MHKPOOHOJIOTHIECKOI TUHAMUIKH 3a00JICBaHS;
B KBaZPaTHBIX CKOOKAaX yKa3aHbI IIperaparthl, KOTOPblEe MOXHO HCIIOJb30BAaTh B CIIy4ae PE3HUCTEHTHOCTH
HTMB k a3UTpOMHLIUHY, aMUKAaLMHY, TUTEUUKINHY, MUHOLIMKIIUHY .

KomMmenTapuu:

— UHMEHCUBHAsL (ha3a OONHCHA GKIIOUAMb edceOHesHbill npuem mpex ABIL, umo onpedensemcs
pesyrbmamamu mecmog Ha yyecmeumenvhocmos HTMB k aumubuomuxam

— haza npooondicerUs eueHUs OONICHA BKIIOYAMb eCeOHEe6 bl npuem Munumym osyx ABIT

3 — npu HEOOXOOUMOCHU NPOONEHUS HA3HAYEHUS AMUKAYUHA OOlee mpex MeCAYes, 603MONCHO

HA3HAueHue e20 8 uH2anayusax (1exapemeennas popma ons unvexyuty) [McKinzie CJ, Chen L, Ehlert

K, Grisso AG, Linafelter A, Lubsch L, O'Brien CE, Pan AC, Wright BAO, Elson EC. Off-label use of

intravenous antimicrobials for inhalation in patients with cystic fibrosis / Pediatr Pulmonol. 2019

Nov;54 Suppl 3: 27-45].

* KaTeFOpI/I‘IeCKI/I HE pPEKOMEHAYETCA IPUMEHEHHUE MOHOTEpAIUN J'IIO6LIM aHTI/IGaKTepI/IaJ'ILHLIM
IpernapaToM IMpu JEYECHUN MI/IKO6aKT6pI/I033, C [CJIbIO MPEAOTBPAIICHUS PAa3BUTHA PE3UCTEHTHOCTHU
HTME [Griffith, D.E. An official ATS/IDSA statement: diagnosis, treatment, and prevention of
nontubercul ous mycobacterial diseases / D.E.Griffith, T.Aksamit, B.A. Brown-Elliott, A.Catanzaro,
C.Daey, F.Gordin, SM. Holland, R.Horsburgh, G.Huitt, M.F.lademarco, M.Iseman, K.Olivier,
S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop // J. Resp. Crit. Care Med. — 2007. — Vol.
175 (4). — P. 367-416.

. Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher,
T.Gorsuch, |.F.Laurenson, A.Leitch, M.R.Loebinger, H.J.Milburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. iil—
ii64.; [Imenes E.W., Kosanesckas M.H., Dpremos A.D., Uepnoycosa JL.H., Jlapuonosa E.E.
MukobakTepro3bl B IPAKTHKE Bpada-mynbMoHosora: Cocrosaue mpobnemsl / [IpakTtuueckas
nynsmonosorus. 2016. Ne 3. C. 37-43; L. Maéiz, R. Girén, C. Olveira, M. Vendrell, R. Nieto, M. A.
Martinez-Garcia Prevalence and factors associated with nontubercul ous mycobacteriain non-cystic
fibrosis bronchiectasis: a multicenter observational study /BMC Infect Dis. 2016; 16(1):
437. doi: 10.1186/s12879-016-1774-x; Jlureuro B.M. HeryOepKyie3Hsle MHKOGAKTEPHUH,
MukoOakTepro3sl /  Bectmuk  ITHUUT. - 2018 - Ne2. - C. 5-20.
DOI: 10.7868/S2587667818020012].

YYP-C, Y/ -5).

Kommentapumu:
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Nieto%20R%5bAuthor%5d&cauthor=true&cauthor_uid=27549788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mart&%23x000ed;nez-Garc&%23x000ed;a%20MA%5bAuthor%5d&cauthor=true&cauthor_uid=27549788
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https://dx.doi.org/10.1186/s12879-016-1774-x
https://www.elibrary.ru/contents.asp?id=35605848&selid=35605850
https://doi.org/10.7868/S2587667818020012

JnutenpHOCTh (a3bl MPOTOIDKCHUS 3aBUCUT OT KIMHHYECKOW W PEHTTCHOJOTHYECKOH THMHAMUKH
(crabunm3anusi PEHTTEHOJIOTMYECKOW KapTHHBI NPH CPaBHEHHH pE3YJIbTATOB uepe3 3 Mecsna
JICUCHHS).

(YYP - C, VA -5).

3.1.2.3.2 Aumubaxmepuanvrnas mepanus Mukooaxmepuo3os, evizeannvix MAC
(Mycobacterium avium complex)

PexomeHJj0BaHO manueHTaM ¢ MHKoOakTepro3oM, BbiBaHHBIM MAC (Mycobacterium avium
complex) npoBoauTh AByX(azHoe JiedeHHEe — (paza MHTCHCHBHOIO JICYCHHUS JOJDKHA CMEHSTHCS
¢azoii mponomkenus neuenus [Griffith, D.E. An official ATS/IDSA statement: diagnosis, treatment,
and prevention of nontuberculous mycobacterial diseases / D.E.Griffith, T.Aksamit, B.A. Brown-
Elliott, A.Catanzaro, C.Daey, F.Gordin, SM. Holland, R.Horsburgh, G.Huitt, M.F.lademarco,
M.Iseman, K.Olivier, S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop // J. Resp. Cirit.
Care Med. — 2007. — Vol. 175 (4). — P. 367-416.

Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher,
T.Gorsuch, I.F.Laurenson, A.Leitch, M.R.Loebinger, H.J.Milburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. ii1-
ii64.; JIureuroB B.W. HeryGepkyiesnsle MUKOOAKTepHH, MUKOOakTepro3bl / Bectauk [IHUUT. —
2018. — Ne2. — C. 5-20. DOI: 10.7868/S2587667818020012] (Tabmuma 11)

Ta6anua 11. da3bl JieyeHUs1 IPU MUKOOAKTEPHO03aX, BbI3BaHHBIX MAC

®A3BI JJEYEHUS

WHTEHCHUBHAS NPOAOJIKEHUA

A3UTPOMHIIH BHYTPb
AMUKaIUH UHTAISIIAH
pUpaMITUIIMH BHYTPb
3TaMOyTON BHYTpPb
[MoKcHdIIOKCALIMH ] BHYTPh

A3UTPOMHITIH BHYTPb
AMUKAIMH HHTASIIIHH
pudaMIUIH BHYTPb
3TaMOyTON BHYTpPh
[MokcudIOKCalIMH ]| BHYTPb

* JUTUTEITLHOCTh KaXKIOU CI)aSLI u xomnvectBo ABII B cxeme OHPEACIIAIOTCA WHAUBUAYAJIBHO C YYETOM

KIIMHIYECKOH, PEHTT€HOJIOTNIECKOH 1 MHKPOOHOJIOTHIECKO AUHAMUKH 3a00JI€BAHS;
B KBaJIPATHBIX CKOOKAX yKa3aH Iperapar, KOTOPbIil MOXHO HCIOJIb30BaTh B ciry4yae pesuctenTHoct HTMb
K BBIIICTIEPEUNCICHHBIM IIpernapaTam,;

KoMMmeHTapmii: B ciiydae ¢ 4yBCTBHTENIFHON K #KIAPUTPOMHUIMHY (OPMON MOPAKEHHUS JIETKUX
HTMB rpynnmst MAC pekOMEHIOBAaHO NPHUMEHSATH JICKApPCTBEHHYIO CXEMy JICYEHHMS Ha OCHOBE
€XKEJHEBHOTO  IEepPOpalbHOr0  IMpHeMa Makpoiuaa (NMPeIroYTHTENbHO — Ha3UTPOMHUIIMHA),
#pudpamnuuaa u #erambyroma [Griffith, D.E. An official ATS/IDSA statement: diagnosis,
treatment, and prevention of nontuberculous mycobacterial diseases/ D.E.Griffith, T.Aksamit, B.A.
Brown-Elliott, A.Catanzaro, C.Dadey, F.Gordin, S.M. Holland, R.Horsburgh, G.Huitt,
M.F.lademarco, M.Iseman, K.Olivier, S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop //
J. Resp. Crit. Care Med. — 2007. — Vol. 175 (4). — P. 367-416.
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Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, J.Banks, T.Capstick, A.J.Fisher,
T.Gorsuch, |.F.Laurenson, A.Leitch, M.R.Loebinger, H.JMilburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. iil—
1164.; JIutBuxoB B.W. Hery6epkyJse3Hbie MUKOGakTepun, MukobakTeprossl / Bectauk [THUUT. —
2018. — Ne2. — C. 5-20. DOI: 10.7868/S2587667818020012; T'yurynosa JI.JI., Bopucos C.E.
Muko0akTepro3bl OPraHOB IbIXaHUS B METAIONUCE: JICYCHHE U ero 3G QEeKTUBHOCTh, HAOIIOACHHE
6onpHbIx / Bectauk [THAUT. — 2021. — Nel. — C. 38-49. ].

MHTCHCHBHAs (ha3a JIOJDKHA BKIIIOYATh EKEIHEBHBI MEPOPANbHBI IMPUEM  MaKpoIHIa
(IIpeAnoYTHTENFHO #a3UTPOMHUIIMHA) B COYETAHHH C #aMHUKAIIMHOM BHYTPHUBEHHO/BHYTPUMBIIIETHO
Ha TPOTSDKeHUH 3-12 Hemenb, a TakKe OJHOTO WIIM HECKOJNBKHX M3 CIEAYIOMIUX Mpernaparos:
pubaMIuIUH, STaMOyTOJI, MOKCHU(IIOKCAIIHH.

. KaTeropnquKM HE pPEKOMEHAYETCA IPUMEHEHHUE MOHOTEpAIuN J'HO6]>IM aHTI/I6aKTepI/IaII]>H]>IM
MpenapaToM IMpH JEYCHUH MUK0OakTepro3oB rpymnsl MAC ¢ menbio NpodWIAKTHKA Pa3BUTHSL
pesucrentnoctu [Griffith, D.E. An official ATS/IDSA statement: diagnosis, treatment, and
prevention of nontubercul ous mycobacteria diseases/ D.E.Griffith, T.Aksamit, B.A. Brown-Elliott,
A.Catanzaro, C.Daley, F.Gordin, S.M. Holland, R.Horsburgh, G.Huitt, M.F.lademarco, M.lseman,
K.Olivier, S.Ruoss, C.Fordham von Reyn, R.J.Jr.Wallace, K.Winthrop // J. Resp. Crit. Care Med. —
2007. - Vol. 175 (4). — P. 367-416.

Haworth, C.S. British Thoracic Society Guidelines for the Management of Non-tuberculous
Mycaobacterial Pulmonary Disease (NTM-PD) / C.S.Haworth, JBanks, T.Capstick, A.J.Fisher,
T.Gorsuch, |.F.Laurenson, A.Leitch, M.R.Loebinger, H.JMilburn, M.Nightingale, P.Ormerod,
D.Shingadia, D.Smith, N.Whitehead, R.Wilson, R.A.Floto // Thorax. — 2017. — Vol. 72. — Supp. iil—
1164.; JIutBuxoB B.W. Hery6epkyse3Hsie MUKoGakTeprn, MUKobakTepro3sl / Bectauk [THUUT. —
2018. — Ne2. — C. 5-20. DOI: 10.7868/S2587667818020012; T'yurymosa JI.ZI., Bopucos C.E.
MuK06aKTepHo3bl OPraHOB JBIXaHHUS B METAINojuce: JedeHHe U ero 3¢ (eKTUBHOCT, HaOmoaeHNEe
6oeHBIX / Bectauk [THUNT. — 2021. — Nel. — C. 38-49. ].

(YYP - C, V]I -5).

Kommentapumu:

JnurensHOCTh (ha3bl MPOJIOIDKEHUS 3aBUCUT OT KIMHHYECKOH W PEHTTCHOJIOTHYECKOW JUHAMHMKH
(cTabunu3anusi PeHTICHOJOTMYECKOH KApTHHBI MPH CPaBHEHHU pE3yJIbTaTOB uepe3 3 Mecsua
JICUCHHUS).

(YVP - C, VI -5).

3.1.3 IpoTHBOBOCTIAIMTEILHAS TEPATIHUSI
. VY nereii/mogpocTKOB ¢ OpPOHXOJKTa3aMHM M PELUAUBHUPYIOIIMMYU  OOOCTPEHUSIMU

PEKOMEHIYETCsI [NTUTENBHOE JICYCHHE MaKpOJIUIaMH ISl yMEHbIICHHS 9acToThl 00ocTpenuii [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, YA -5).
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Komenrtapuu: npeonazaemces onumenvulii Kypc MakpoIuoos moabko mem, y Ko2o 3a nocieouue 12
Mecayes Obino 6o1ee 00HO20 0OOCMpeHUs, NOMPebo8ABUIe20 2OCNUMATUZAYUY, UU TMPU ULU Dolee
obocmpenus Oe3 eocnumanusayuu. Taxkou Kypc 00ndcen npooondicamvcs He menee 6 meciayes ¢
PecYISIPHOU  NepeoyeHKol, Ymobbl onpedeiums, NpoooadIcaem U aAHMUOUOMUK NPUHOCUMD
KAUHUYECKYIO i}’lO}leyl.

Hemu/nodpocmxu, nonyuarowue bonee onumenvHvie Kypcol aedenusi (> 24 mecayes), 0oadicHbl
NPOOOAHNCANG OYEHUBATNBCA C MOYKU 3PEHUSL COOMHOUWEHUA PUCKA U NOAb3bL. DMO NpeodiodceHue
CBA3AHO C OMCYymcmeuem OAHHBIX O MOM, Ko20a ciedyem HAYUHAMb ONUMENTbHOe NPUMEeHeHue
A3uUMpoOMUYuHa, a MaKdxce C  HE0OXOOUMOCMbIO — OCMOPOICHOCMU — U3-3d  NOBbIUEHUSA
pesucmeHmHocmu K aHMUOUOMUKaM cpeou OaKmepuanbHuIX NAmo2eHo8 y NaAyuenmos u 6
obuecmee. Xomsa HTME ouenv pedko ewisignsiom y 0emei/noopocmkos ¢ OpOHX0IKmMA3amu,
npeonazaemcs noIyNUmy 00paszey u3 HUNCHUX ObIXamenbHbIX nymetl (Ko20d 3mo 803MONHCHO), Ymoobl
UCKTIOYUMb UX NPUCYIMCTNGUE 00 HAYALA 00A20CPOUHOU Mepanuu MaKpOIUOHbIMU AHMUOUOMUKAMU.
Omu cmpamezuu, obecneyusarom cobI0OeHUe CXeMbl JeHeHUsl MAKPOIUOAMU, NPUBEPIHCEHHOCHIb

>70%, nosviuiaiom 3¢exmusHocmy mepanuu u CHUMXCAOMm pe3ucmeHmHoCms K AHMUOUOMUKAM.

o BBPOCHLIM namucHTaM C 6p0HX03KTa3aMI/I, I/IH(I)I/IL[I/IPOBaHHLIMI/I HJIN HC I/IHCbPIL[I/IpOBaHHLIMI/I
P.aeruginosa, mnpu uacteix 00OCTpeHHsX (HE MeHee TpeXx OOOCTpeHHH B TOx) H MpH
IMPOTUBOIIOKa3aHUAX, IUI0XOH TNEPEHOCUMOCTH, HEIOCTYIIHOCTHU NI HeL[OCTaTOqHOﬁ
3(1)(1)6KTI/IBHOCTI/I HHTaJIIIUOHHBIX aHTI/I6I/IOTI/IKOB, a TaKXxe Ipu XpOHH‘{eCKOﬁ I/IH(beKIlI/II/I
P.aerugi NOSa BMECTO WJIM B JOINOJIHEHUE K UHTaJIAIUOHHBIM aHTI/IGI/IOTI/IKaM, €CJIM Ha Hux (bOHe
COXpaHsACTCA BBICOKAass 4acToTa 060CTp6HI/Iﬁ, MOJKET Ha3Ha4YaTbCA IIUTEIIbHAA  Tepamusd
maxposmaamu [Altenburg J., deGraaff C.S,, Stienstra Y. et a. 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 a. 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 a.
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., Kapuesckast H.A. TlepBsrit

OMBIT HCIOJB30BaHKUs HEOYJTU3UPOBAHHOTO TOOpaMHIIMHA IPH OOOCTPEHUH OpPOHXOIKTA30B.
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ITynemonomorus. 2011; 4: 133-138].

YYPC,.VYAA2)

Kommenmapuu. B ucciedosanuu EMBRACE mepanus asumpomuyurnom 500 me 3 pasa ¢ neo 6
meyenue 6 mec CHU3ULA Hacmomy 00ocmpeHull, mpebo8asuIUX AHMUOAKMEPUATLHOU mepanuil,
noumu Ha 2/3 (0,59 snu30008 Ha 00Ho20 60MbHO20 6 epynne azumpomuyura u 1,57 3nu30006 Ha
001020 6obHO20 6 epynne niayebo). dPpdexm azumpomuyuna coxpansics 6 mevenue 6 mec. nocie
sasepuenus mepanuu [\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 uccreoosanuu BAT uepes 12 mec mepanuu asumpomuyunom 6 0oze 250 me/cym yucio 601bHbIX,
nepenecwux xoms 0vi 00H0 0b6ocmpenue, cocmasuno 46,5% no cpasnenuto ¢ 80% 6 epynne niayebo,
Umo Coomeemcmeosano CHudcenuio pucka obocmpenuti na 34% [Altenburg J., deGraaff C.S,
Sienstra Y. et al. Effect of azithromycin maintenance treatment on infectious exacer bations 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 uccredosanuu BLESS 6oabnoie
¢ bponxosxkmazamu noayuanu spumpomuyun 400 me 2 pasa ¢ oenv ¢ meuenue 12 mec. K xonyy
uccnedoganus uacmoma obocmpenuti cocmasuna 1,29 snuz300068 Ha 00H020 OOIBLHO20 8 Zpynne
apumpomuyuna u 1,97 3nu30006 Ha 00H020 601bHO206 epynne naaye6o (omuoutenue warcos 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:
10.100Vjama.2013.2290.]. Mema-ananuz 6aszer dannvix Cochrane nokaszan, umo, e6yenom,
OnuUmenbHas mepanusi MaKpoauoamu 00CHOBEPHO CHUICANA Hacmonty obocmpenuti TI0 CPAaBHEHHIO
¢ nuayebo (Ookazamenbcmea cpeonezo Kawecmea), 0OHaxko Haubonee ddexmusHvim oKazancs
asumpomuyun (omuowenue warncos OR 0,23; 95%/[H 0,13 — 0,40), mozoa xax 3¢ghexm
IPUMPOMUYUHA He OMAUYANCA OM naayedo. A3umpomuyun maxice y8enudusan 8pems 00 pazeumus
ouepednozo obocmpenus [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:
10.100V/jama.2013.1937.]. B opyeom cucmemamuueckom ananuse ¢ UCnOAb3068aHUEM CIAMUYecKux
Meno008 HeNPAMO20 KOPPEKMUPOBAHHO20 cpasheHus d8yx sudos neuenus [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.] maxkoice nonyueno docmosepnoe
cnuorcenue wacmomwl (RR0,45; 95% JIH 0,36—0,55) u uucna obocmpenuil 3a nepuood uccied08anus
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(RR 0,64, 95% JH 0,54-0,76) na ¢hone Orumenvroii mepanuu Maxpoauoamy, 0OHAKO d6MOpbl
OMMeuam 3HAYUMENbHYI0 HEOOHOPOOHOCHb 8  pPe3yIbMmamax —UCCIe008aHUll,  BePOSIMHO,
00YCN0BNEeHNYI0 pasHbiMu pexcumamu mepanuu. Ilpu ananuze uacmomwvl obocmpenuti d¢ppexm
asumpomMuyuna**  u  spumpomuyuna**  O6vll  CXOOHLIM, OauHble ONL  POKCUMPOMUYUHA
OMCYMCmME06anu,; Npu AHAIU3Ee YUCIA 0O0CMPEHULl HA 00HO20 OOILHO2O 3a NEPUOO UCCLe008AHULL
appghexm spumpomuyuna u poxcumpomuyuna 6vLn cmamucmudecku neoocmogepuvim (0,87; 95%/JH
0,68 - 1,11 u 0,66,95%4U 0,41 - 1,06 coomeemcmgenHo) 6 omauuue Om a3UMPOMUYUHA
(0,52;95%/TH 0,4 - 0,67). Dmo no3zeonuno asmopam coerams 6bl800, YMO, XOMsL 6Ce€ MAKPOIUObLL
CHUdMICalom  yacmomy 000cmpeHull OPOHXOIKMA308, AUMPOMUYUH Modcem Obimb  Oonee
aghgpexmugnvim.

3akntouenue, umeromes ybeoumenvrvie 0OKA3AMENbCMEA MO20, YMO ONUMENbHbIL NPUeM HUZKUX
003 A3UMPOMUYUHA MOJICEm CHU3UMb 4ACMOmy 060CMpPeHUil y RAYUEeHMO8 ¢ OPOHXOIKMA3AMU.
Kpome moeo, 6 08yx uz cemu uccrnedosanuil maxce 0viio oOHapysceno nosviuienue ODB1, 6
yemvlpex u3z nAMU - YIVUUWUTUCL KIUHUYECKUe CUMNMOMb U NOKA3AMenu Kauecmed HCUSHU Y
nayuenmos, nonyuaswux azumpomuyun** [Davies G, Wilson R. Prophylactic antibiotic treatment of
bronchiectasis with azithromycin. Thorax. 2004; 59(6): 540-541.

CymbalaAA, Edmonds LC, Bauer MA, Jederlinic PJ, May JJ, Victory IM, Amsden GW. The
disease-modifying effects of twice-weekly oral azithromycin in patients with bronchiectasis. Treat Respir
Med. 2005; 4(2): 117-122.

Anwar GA, Bourke SC, Afolabi G, Middleton P, Ward C, Rutherford RM. Effects of long-term low-
dose azithromycin in patients with non-CF bronchiectasis. Respir Med. 2008; 102(10): 1494-1496.

Wong C, Jayaram L, Karalus N, Eaton T, Tong C, Hockey H, Milne D, Fergusson W, Tuffery C,
Sexton P, Storey L, Ashton T. Azithromycin for prevention of exacerbations in non-cystic fibrosis
bronchiectasis (EMBRACE): arandomised, double-blind, placebo-controlled trial. Lancet. 2012;
380(9842): 660-667.

Altenburg J, de Graaff CS, Stienstra Y, Sloos JH, van Haren EH, Koppers RJ, van der Werf TS,
Boersma WG. 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.

Diego AD, Milara J, Martinez-Moragon E, Palop M, Leon M, Cortijo J. Effects of long-term
azithromycin therapy on airway oxidative stress markers in non-cystic fibrosis bronchiectasis. Respirology.
2013; 18(7): 1056-1062.

Coeman M, van Durme Y, Bauters F, Deschepper E, Demedts |, Smeets P, Joos G, Brusselle G.
Neomacrolides in the treatment of patients with severe asthma and/or bronchiectasis: a retrospective
observational study. Ther Adv Respir Dis. 2011; 5(6): 377-386]

3.1.4 Mykonumuueckan mepanus
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B ceazu ¢ HedocmamouHbiM  KOAUHECNBOM  UCCAIE008AHUL, eOuHble PEeKOMeHOayuu no
MYKOIUmMuyeckol —mepanuu npu  OPOHXOIKMA3aX, He OOYCIOBNIEHHbIX — MYKOSUCUUOO30M,
omcymcmeytom. Ilpeonoumumenen uHOUSUOYANbHBIN NOOX00 8 3AGUCUMOCU OM 3a00NIe8ANUSL U €20
MAHCECU.

. PexoMeHIOBaHO PaccMOTPETh MPUMEHEHHE MYKOIUTUYECKOH TEpaluu y MAIlUeHTOB C
OpOHXO09KTa3aMH B WHIMBHAYaJbHOM IIOPSIKE C IIETBI0 YIYUIICHHS PEOJOTHYECKHX CBOMCTB
MOKPOTEHI 1 00JICTUCHHUS €€ IBaKyaluu

KomMmenTapuu:

Hauéonee uacmo 6 Kauwecmee MyKOAKMUGHOU Mepanuu Ucnonwv3yiomcs umneansyuu 3 - 7%
ZUNEPMOHUYECKO20 PACMEOPa HAMPUs XA0puUda 6 Kauecmee MOHOMEPANUU jceslanenbHee ¢
0,1% nampuem zuanyponamom [/lenucosa A.P., Konocosa H.I'., I pebenesa U.B., [lenucosa B./1.,
Inyxosa M.B., Jlypve E.B. [IpumeHeHue eunepmoHuyecko20 pacmeopa y Oemelli C OCHpbiM
bponxumom. Meduyunckuii cogem. 2021;(17):78-84. https://doi. org/10.21518/2079-701X-2021-
17], npumensemcs uneanayuonHo uepes nedynauzep no 5 Ma 2 pasa 6 OeHv, Yayuuiaem KIUpeuc
OvixamenvbHblX nymell u se61gemcs OA3UCHOU MYKOIUMUYECKOU mepanuell ¢ OblCmpbim
mykonumuyeckum 3ghpexmom. Taxoce moocem npumenamocsa 2-3% ecunepmonuyeckuii pacmeop
Hampus Xa0puod, 0Co0eHHO y Oemell MAA0ue20 803pacma, y NayueHmos cmapuie2o NoKOJIeHUs u 01
nazamnozo oywa [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 lifein
bronchiectasis. Respir. Med. 2011; 105 (12): 1831-1835. DOI: 10.1016/j.rmed.2011.07.019.

Herrero-CortinaB., Alcaraz V., Vilaro J.et 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)].
Kommenmapuii: npu nepgom unearayuOHHOM NpUMEHEHUU 2UNePMOHUYECKO20 paACmeopd Hampusl
Xnopuda cneoyem NpoSecmu CRUPOMEmpuio 00 UHIANAYUU U yepe3 5 MuH. Nocile 6 C6A3U C
B03MONCHOCBIO PA3BUTNUA OPOHXOCNA3MA ) HEKOMOPBIX NAYUEHNOS.

Hecmomps na mo, umo nudscenepeyucieHnvle MyKOIUMUKY UCTIONbIVIOMCS 8 NPAKMUYECcKoll
MeOuyuHe, OOKA3AMENbCME BbICOKO20 Kauecmed ux spgexkmuenocmu u 0Oe30nAcCHOCMU npu
ooneocpounom npumenenuu Hedocmamouno 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
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exacerbations of bronchiectasis (BENE): a randomized controlled trial 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]

Tayuenmam ¢ OpoHx0IKMaA3aMU MONCem npumensiemcs onumenvhas (bonee 3 mec) mepanus
MYKOAKMUBHbIMU npenapamamu, eciu cmaHdapmele HeMeOUKamMeHmo3sHble MemoouKu
OPOHXUATBHO20 KIUPEHCA HeOOCMAmMOYHO Ipekmusnbl, a 3ampyoOHeHHOe OMKAWIUBAHUE
MOKpOmbl CHudcaem xauwecmso dcusnu 6onvrozo [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.
https: //mwwv.sciencedir ect.conscience/article/abs/pii/S0031395508002009?via%3Dihub

Redding GJ. Bronchiectasisin children. Pediatr Clin North Am. 2009 Feb;56(1): 157-71, xi.

doi: 10.1016/j.pcl.2008.10.014. PMID: 19135586] .

KOMMeHTapI/lﬂ: \4 B3POCIbLX nAYUerHmoe ¢ 6p0Hx03Kma3a/l4u 68 00OHOM UCCAEO08aHUU oyenusaiu

agppexmugnocmv  Ipoocmeuna 6 meuenue 15 OHell; uccredoganue ObLIO  OMKPLINBIM
NPOCNEeKMUBHBIM, 8 NAPALIENbHBIX 2pynnax, nuromusim. K xonyy ucciedosanus ne 6wino visigneno
pasnuuuil Medxtcoy cpynnamu 3pO0oCmeurd U KOHMpOJa NO 6A3KOCMU U 00beMmy MOKpOmbL, XOms
2HOUHOCMb ee 8 2pynne 3poocmeuna ymenvwunace k 15-my outo aewenus. Ha gpone mepanuu
apoocmeunom 6 mevenue 15 oneil ynyuwunacy recounas @ynxyus (PKEJI u ODB1 6 abconiommblx
eenuyunax, Ho ne ¢ npoyenmax om Odonxcnoix snavenut) [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 css3u ¢ mem, umo
oannbvle pe3yibmanmel ObLIU NOTYUeHbl 8 COUHCTNBEHHOM UCCIE008AHUL HEBbICOKO20 00OKA3AMENbHO20
YposHs, Kawecmeo Ookazamenvcme npusnaro nusxkum [Wilkinson M., Sugumar K., Milan SJ. et
al.Mucolytics for bronchiectasis. Cochrane Database Syst Rev.2014;(5):CD001289. doi:
10.1002/14651858.CD001289.pub2.].

Omcymemeylom ucciedoganusi npumenenus N-ayemunyucmeuna u Kapoouucmeuna y
63POCBIX NAYUEHNOE C DPOHXOIKMAZAMU, HECMOMPSL HA WUPOKOE NPUMEHEHUEe IMUX MYKOTUMUKOE
6 npaxkmuueckoil meduyutne. Ayemunyucmeun**- ucnonvzyemcs GHympb, GbINYCKAeMCs 8 6uoe
2pawyn, mabremox, nopouikos, pacmeopos, npumersemcsa 100 me x 3p demam 6 sospacme 2-6 nem,
200 me x2 p 6 cymku demsam cmapuie2o 603pacma.

B knunuueckux pexomendayusax Eeponeiickozo pecnupamoprozo obwecmea coenar 1600,
umo cywecmeyiowue ce2o0Hs OaHHble He NO3GONAIOM WUPOKO PEKOMEHO08amb ONUMENbHYIO
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mepanuio NepopaTbHLIMU MYKOAKMUBHIMU NPENApapamiut 83pOCiviM OONbHBIX ¢ OPOHXOIKMAZAMU.
Jumenvhas (> 3 mec.) mepanus nepopanbHLIMU MYKOIUMUKAMU MOXMCEM HASHAYAMbCA Npu
3ampyOHeHHOM OMKAWIUSAHUU MOKDOMbL, HE2AMUBHO BIUSIOUEM HA KAYECME0 JICU3HU OONbHBIX U
npu HedOCMamoyHou dhgexmuenocmu CmaHdOapmMHBIX Memo0os 8030eUCmaus Ha MYKOYULUAPHbI
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)] .

Bosmooicno  paccmompemv  mecmmnoe  uneanayuonHoe npumerenue Tuamgpenuxona
2IUYUHAMA ayemUIyucmeunama npyu 3a001e6aHUAX ObIXAMENbHBLIX HYymell MOodicem HOMOYb 8
KAUHUYECKOU NPAKmuKe He MOJbKO U3-3d €20 IPHEekmugHocmu, Ho U HOMOMY, YMO OH MOICEm
docmuzams AHAMOMUYECKOU MULLeHU 8 OoJiee HU3KOU Mepanesmuyeckoll 003e, npu 3Mom co30aemcs
BbICOKAs KOHYSHMpAayus npenapama 6 oudee uUH@exkyuu 6e3 pucka CUCMEMHBIX MOKCUYECKUX
apghexmos [Serra A, Schito GC, Nicoletti G, Fadda G. A therapeutic approach in the treatment of
infections of the upper airways: thiamphenicol glycinate acetylcysteinate in sequential treatment
(systemic-inhalatory route). Int J Immunopathol Pharmacol. 2007; 20 (3): 607-617.]. Kpome mozo,
6bL10 npodemMoHcmpuposano, umo unearsyuonnas gopma N-Ayemunyucmeuna s¢hpexmuena npu
couemaHuy ¢ aHMUOUOMUKAMU, B03MOICHO, U3-3A €20 CHOCOOHOCMU UHSUOUPOBAmMb 06PA308aHUE
buonnenox u evisvieams ux pazpywenue [Blasi F, Page C, Rossolini GM, et al. The effect of N-
acetyl cysteine on biofilms: Implications for the treatment of respiratory tract infections. Respir Med.
2016; 117: 190-197.]. ITockonbky 6bi10 npodemoncmpuposaro, umo N- Ayemunyucmeun cHudxcaem
aoeeszuto bakmepuil, OH MOACEN NPUMEHAMBCS C YEblo NPOPUIAKIMUKU PeCRUPAMOPHBIX UHDeKYull
[Zheng CH, Ahmed K, Rikitomi N, Martinez G, Nagatake T. The effects of Scarboxymethylcysteine
and N-acetyl cysteine on the adherence of Moraxella catarrhalis to human pharyngeal epithelial cells.
Microbiol Immunol. 1999; 43: 107-113.].

Ogpexmusnocmv  u  be3onacHocmv — HEOYIUBUPOBAHHO20 — MUAMPEHUKONA — 2IUYUHaAma
ayemuaYUCmeuHama OYeHUsaLach 8 NPOCNEKMUSHOM OMKPLINMOM UCCIe008aHUY Y 25 nayuenmos ¢
oponxosxkmazamu u XOBJIL. Hayuenmor nonyuanu @ayumyyun-anmubuomux UT no 250 me 06axicov
6 Oenb 6 meyenue 6 OHell 8 gude uHeanayull 4yepesz nedynausep. Ha one neuenuss y nayuenmos
00CMOBEPHO  YMEHbUUNUCL ~ GbIDAJICEHHOCMb  KAUWiId U NPOOYKyus MoKpomul, ypoeeHb C-
peaxmugnozco 6enxa cnuzuacs ¢ 15,0 oo 6,2 me/n (P<0,05), a makoice ymenbuunocs cooepaicanue
netikoyumos 8 moxkpome. OOHAKO He OOHAPYHCEHO ZHAUUMO20 USMEHEHUs NoKa3amenell 1e20YHOl
dynxyuu. Taxoce y nayueHmos Ha (poHe JedeHUs He 3apecucmpuposano nob6OUHbIX 3¢pghexmos
[Kapustina V, Ovcharenko S The efficacy and safety of inhaled fluimucil-antibiotic-IT in the
treatment of exacerbations of COPD and chronic bronchitis with bronchiectasis. Eur Respir J. 2013;
42: P1535.].
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Kommenmapuu: npumenerue mua,m/)enuko,m 2iuyunama ayemuiyucmeuHama 6 uHea,mmeHoﬁ
Gopme npu nevenuu OPOHXOIKMAZ08 NPOOEMOHCIMPUPOBALO CYUWECMBEHHbIUL MYKOIUMUYECKULL
apgexm u  ammubaxmepuarvrHoe  Odeucmeue, UMO  NOOMBEPIHCOAEMC  CHOCOOHOCTbIO
ayemunyucmeuna Hapyuwams Gopmuposanue 6uonierox ¢ ovixamenvhvix nymsx [ Zheng CH, Ahmed
K, Rikitomi N, Martinez G, Nagatake T. The effects of Scarboxymethylcysteine and N-acetylcysteine
on the adherence of Moraxella catarrhalis to human pharyngeal epithelial cells. Microbiol |mmunol.
1999; 43: 107-113.

Olofsson AC, Hermansson M, Elwing H. N-acetyl-L-cysteine affects growth, extracellular
polysaccharide production, and bacterial biofilm formation on solid surfaces. Appl Environ
Microbiol. 2003; 69 (8): 4814-4822.

Blasi F, Page C, Rossolini GM, et al. The effect of N-acetylcysteine on biofilms: Implications for the
treatment of respiratory tract infections. Respir Med. 2016; 117: 190-197.

Marchese A, Debbia EA, Tonoli E, et al. In vitro activity of thiamphenicol against multiresistant
Sreptococcus pneumoniae, Haemophilus influenzae and Staphylococcus aureus in Italy. J
Chemotherapy. 2002; 14 (6): 554-561.

Heanuux H.B., Cyxopykosa M.B., Yacapsm A.H., Tpywun U.B., Jexnuu A.B., Kosnos P.C. In vitro
akmusHocms muamgenuxona 6 omuowtenuu Kaunuyeckux usonsmos Haemophilus influenzae,
Streptococcus pneumoniae u Sreptococcus pyogenes. KMAX. 2021; 23 (1): 92-99.

Kapustina V, Ovcharenko S The efficacy and safety of inhal ed fluimucil-antibiotic-1T in the treatment
of exacerbations of COPD and chronic bronchitis with bronchiectasis. Eur Respir J. 2013; 42:
P1535.

Serra A, Schito GC, Nicoletti G, Fadda G. A therapeutic approach in the treatment of infections of
the upper airways: thiamphenicol glycinate acetylcysteinate in sequential treatment (systemic-
inhalatory route). Int J Immunopathol Pharmacol. 2007; 20 (3): 607-617.

B nacmoswee spema maxoice nem 0okazamenvbcme 3¢h@ekmusHocmu npuMeHeHus y oemeti ¢

OPOHXOOKMA3aMU, He CEAZAHHBIMU C MYKosucyudosom mannumona** [Paediairic Respiratory
Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory
Society 915P].
HHZdJl}ZL;u}Z Jl/laHHumOJla** 6bl]l[l CeA3aHAa C yeeiuyenuem epemenu 00 nepeoco oﬁocmpeﬂuﬂ nocie
Kypca jnedyenus u yaydulenuem xKadvecmea OfCU3Hu, moz0a Kak He5yﬂu3auuﬂ cUNEpPmMoOHUYecKoco
COoJle6020 pacmeopa CHuacaia 6ar<mepua/szy}o HACPY3Ky u yayduwiaia kavecmeo OdHCU3HU, HO He
6NUsLIA HA HACmMOony 060cmpenuil, mpeGylowux HazHayenus anmubuomurxog [Tarrant BJ, 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.].
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Kommenmapuu: /[na nayuenma 6onee yOoOHA UH2ANAYUA CYXO20 NOPOUIKA MAHHUMONA**, He
mpeodyowas ucho1b306anus HeOyrauzepa u 3aHUMAaowas 6oiee KOpomKoe 6pems, Yem UHeaIAYus
SUNEPMOHUYECKO20 PACMEOPA.

Hneansyuu mannumona** y 63pocivix GONbHbIX HEMYKOGUCYUOOZHLIMU BPOHXOIKMA3ZAMU NO
cpasHenuio ¢ niayeb6o ¢ meuenue 12 Hed. y OONbHBIX ¢ OPOHXOIKMAZAMU OOCOBEPHO VIYUUIULU
nepeHocuUMocms usuyeckux Hazpy3ok (+22,3 m 6 wammu-mecme ¢ 603pacmaioueii Hazpy3Koii) no
cpasHeHuto ¢ naayebo u, Xoms He USMEHUTU KOAOHU3AYUIO MOKPOMbL HO CPABHEHUI0 ¢ niayebo,
00CMOBEPHO YMEHLUIUIY YACMOMY OOHAPYIHCEHUA NAMOLEHHbIX MUKpoopeanusmos ¢ 52,7% oo
13,1% [Bilton D., Tino G., Barker A.F. et al. Inhaled mannito Ifor non-cystic fibrosis bronchiectasis:
arandomised, controlled trial. Thorax 2014; 69: 1073-1079.]. B mo sice spems 8 cucmemamuieckom
o630pe B.J.Tarrant u coasm. [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] Mannumon** 0ocmogepHo He UBMEHUL YUCILO
eocnumanuzayuil U 060CmpeHull o CpasHeHuio ¢ niayedo yepes 52 Hed nedeHus U He NOGIUAL HA
Ne20UHYI0 PYHKYUIO OONbHBIX ¢ Oponxoskmazamu nu wepes 12 neo, nu uepes 12 mec (52 ned) neuvenus,
Xoms 8 Opy20M UCCIe008aHUU HA (OHe JledeHUs MAHHUMOIOM HUCTO OONbHBIX, NEPEHOCUBUUX
obocmpenus 6 meyenue 1 2ooa, ymenvwunocs ¢ 31,3% oo 21,9% (p = 0,027) u yeenuuunoco epems
00 ouepednozo obocmpenus c124 0o 165 oneil (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.].

. He pekoMeHIOBaHO NMPUMEHEHHE JOPHa3bl aib(a’” B3pOCIBIM M IETAM ¢ GPOHXOIKTAa3aMH
HeMyKoBHcIHI03HOU sTrosoruu [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, Paediatric Respiratory Medicine ERS Handbook 2nd
Edition Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P; Bronchiectasis
Edited by R.A. Floto and C.S. Haworth. European Respiratory Society Monograph, Vol. 52. 2011
261p; Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline
Group. Thorax. 2010 Jul;65 Suppl 1:i1-5.].
(YYP-A, YOO -2)
YV e3pocavix Gonvbubix ¢ HeMyKOSUCYUOO3HbIMU  OpoHxoskmazamu & uccredosanuu O’Donnell u
coaem. y GONbHLIX HEMYKOBUCYUOOZHBIMU OPOHXOIKMA3AMU HA oHe mepanuu 0OpHA30l arbpa 6
0ose 2,5 mz 6 meuenue 24 ned napacmana wacmoma o6ocmpenuil (omuocumenshoiti puck RR 1,35;
95%gU 1,01 — 1,79), chusunace necounas (QyHKYusl, YECAUHUAUCL HUCLO 20CMUMAIU3AYULL U
nompebHocms 6 anmubuomuxax no cpasnenuio ¢ niayeoo [O’Donnell A.E., Barker A.F., llowite J.S,
Fick RB. Treatment of idiopathic bronchiectasis with aerosolized recombinant human DNase |
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rhDNase Study Group. Chest 1998;113 (5):1329-1334.]. Ipu yseauuenuu 0o3vl npenapama 00 5
me/cym noxasamenu 1e204HOU PYHKYUL, KAUeCmeo HCUSHU, BAZKOCTb MOKPOMbL U GbIPAHCEHHOCTb
00bIUKY MAKCe He PAIUYAUCh 8 2pynnax akmuenozo aevenus u niayeoo [\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 cucmemamuyeckom 0630pe B.J. Tarrant u coasm. uepez 24 ned neuenuss 0opHa3ol-arbda puck
obocmpenuii 6 yenom cocmasun 0,95 no cpasuenuro ¢ 0,71 6 epynne niayebo (omHocumenvbuwlil puck
1,35), wacmoma cocnumanuzayuii - 0,39 u 0,21 coomeemcmeenno (omunocumenvuwiii puck 1,85), a
O®B1 cnuzuncs na 1,8% (p<0,05)npu omcymcemeuu 61usanus Ha KA4ecmeo HCU3HU, MyKOYUIUAPHbII
KIupenc u eHolinblll xapakmep mokpomsl [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, 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)].
. He pexomenngoBaHo mauueHTam ¢ BD Ha3HaueHHE aHTArOHHUCTOB AHTHIICHKOTPHEHOBBIX
PELenTopOB, MPOTHBOBOCIAIUTENEHBIX MPENapaTOB U METHIKCAHTHHOB B CBSI3H C OTCYTCTBHEM
nokaszarenscTB 3¢ ¢exruBHocTH [Paediatric Respiratory Medicine ERS Handbook 2nd Edition
Editors Ernst Eber, Fabio Midulla 2021 European Respiratory Society 915P; Pasteur MC, Bilton D,
Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65
Suppl 1:i1-5].

YYP-C,VII-5)

3.1.5 bpouxonumuueckas mepanus
. PexkoMeHIOBAaHO ~paccMOTpPETh BONMPOC O HA3HAYCHWW IPENapaToB JUId JICYCHUS

OOCTPYKTHBHBIX 3a00JICBaHUIl IbIXAaTEeNbHBIX MyTed (HampuMep, CEJIEKTHBHBIX Oera 2-
aJpEHOMHUMETHKOB) y zAereil ¢ BD mpu monoxutenbHOi mpobe ¢ mpenapaToMm, 00JaAalonUM
OpOHXOCHa3MOIUTHYECKIM 3(P(HEKTOM MpU CIIUPOMETPHUU M MPU KIMHWYECKOH 3¢ (EeKTHBHOCTH, a
TaKoKe, IPU HEOOXOAMMOCTH, Hepes NPOBEeJCHIEM KuHe3uTepanuy [bojae3Hn OpraHoOB JbIXaHUS y
nereid. [lox pen. Paunnckoro C.B., Tarouenko B.K. M., Menuuuna, 1988, 446 c; bone3nu opranos
neixanus y pereit. [lox obmieit pepakuueit B.K. Tatouenko. M., Ilenuatps, 2012.- 480 c; Paediatric
Respiratory Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European
Respiratory Society 915P; Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European
Respiratory Society Monograph, Vol. 52. 2011 261p; Pasteur MC, Bilton D, Hill AT; British Thoracic
Saociety Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5, Abu Hassan J,
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Saadiah S, Roslan H, et a. Bronchodilator response to inhaled beta-2 agonist and anticholinergic
drugsin patients with bronchiectasis. Respirology 1999;4:423-6].

(YYP-C, Y1 -5)

KommenTapnii: Mozym npumensmocsa: canvbymamon’,. Ons OIumenvHoOl mepanuu -
npononzupoeannvle npenapamel — caimemepoin**, —opmomepon’”. Taxoce mozym Obimb
ucnonvzoeanvl unpamponus opomud”” unu unpamponus 6pomud+gernomepon’ Bece npenapamol
HA3HA4YAromcs 6 603pacmHublx 003up061<ax.

o M B3pOCJIbIX MAallUEHTOB C 6p0HX03KTaSaMI/I npenaparel I JICUCHUA 06CprKTI/IBHI>IX
3a00/1eBaHUH IBIXaTeIbHBIX MyTeil (00nanarone GpOHXOIUTHUECKUM 3(P(HEKTOM) PEeKOMEHIYIOTCA
npu BBIpa)KeHHOfI OJIBIIIKE, a TaKXKE NEPE] 3aHATUAMU Z[BIXaTeJ'ILHOfI rPIMHaCTPIKOﬁ, HHTasIIuAMA
MYKOAKTHBHBIX IIPEIapaToB  aHTUOHMOTUKOB JUIsl yIIy4IIeHUs IlepeHocuMocTy Teparuu [Jeong H.J.,
Lee H., Carriere K.C. et a. 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 JA., Saadiah S., Rosan 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
Saociety guidelines for the management of adult bronchiectasis. Eur. Respir. J. 2017; 50: 1700629].
(YYPC; Y1 5)

KOMMeHTapHH: nayuennmast ¢ 6p0HX03Kma3(1MM u nouoditcumenbHoviMm 6p0Hx00qu(lmdl4u0HHblM
mecmom umerom noKasaHus K HA3HaveHuro npenapamoe 015 1edeHus O6CMpmeu6Hblx 3abonesanuil
OvixamenvHvlx nymeil (NMPOIOHSUPOBAHHO20 Oe€UCm6Usl), O0CODEHHO NpuU HAAUYUU  OObLUKU.
Omcymcmsyfom 00Ka3am6ﬂbcm6a 14€]l€C006pa3H0(,’mu UCnojib3o6arnus npenapamoe ()ﬂ}l JIe4YeHUA
06CMPYKMUBHBIX 3a001e8aHUT ObIXAMENbHBIX Nymetl y O60AbHbIX ¢ OPOHXOIKMA3AMU 63 00bIUKU
[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,Jeong H.J., Lee H., Carriere K.C. et al. Effects of long-term bronchodilators in bronchiectasis
patientswith airflow limitation based on bronchodilator response at baseline. Int. J. Chron. Obstruct.
Pulmon. Dis. 2016;11:2757-2764.] .

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 moco, npenapamot 0ns nevenuss 06CmpyKmueHuLX 3a001e6aHU ObIXAMENbHbIX Nymell
MO2ym nPUMEHAMbCS nepe() SAHAMUAMU ablxamefleOZZ ZlLMHaCmuKOﬁ, UH2ATIAYUAMU MYKOAKMUBHbBLX
npenapamos u AaHMubUOMUKo8 0 yayyuienus neperocumocmu mepanuu. C opy2oii cmopousl, eciu
OPOHXOIKMA3ZLL CONYMCMEYIOM OpYeUM O0OCMPYKMUBHBIM 3A0071e8aAHUAM JIe2KUX (OPOHXUATbHAS
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acmma, XOBJI), ux Hawuyue He OOJHCHO  CAYHCUML NOB00OM  ONd  NPEeKpaujeHus:
6ponxoounamayuonnot mepanuu [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 Xupypruueckoe JieueHue

. B3pocneiM M meTsM ¢ OpOHXOPKTa3aMH PEKOMEHIIOBAHO IPOBEACHHE XHUPYPIUYECKOTO

JICUCHUA 6p0HX03KTa30B (pe3eKu1«m qacTu HCFKOFO) (Pe3eKHI/IH JICTKHUX BHZ[COTOpaKOCKOHI/I‘IeCKaH)

Ipu:
- JIOKAJIM30BaHHBIX BD (paCHpOCTpaHeHHOCTB HE 60Hee, YE€M Ha OJHY IOJIIO - OI‘paHI/I‘IeHHHﬁ
mpoliecc), SBJISIONIMECS UCTOYHUKOM YacThIX 000CTpeHHH MH(EKINH HWKHUX JIbIXaTeIbHBIX
HyTCfI, CYHIECTBEHHO YXYAIIAIOUINX KAYECTBO XKU3HU NNAIIUCHTA,
- omacHbIX (Oosmee 200 Mi/CyT) KPOBOTEUEHHMSIX WM KPOBOXapKaHbe (HEKOHTPOIMPYEMOe
KOHCEPBAaTHBHON Tepanueil) U3 JOKAIBHOH 30HBI MOPaXXCHUs. AJBTEPHATHBON DPE3EKIMU B
MOCJIEIHEM ciydae sBIseTcs 3MOonu3anus OpoHxuanbHOW apTtepun (DHIOBACKyIspHAs
aMOoM3anus cocy1oB) [ Xponudyeckue 3adoneBanus Jerkux y aerei. [lon pen. Posunosoi H.H.
u Muzepnunkoro FO.JI.- M., IIpaktuka, 2011.-224 c.; bone3nu opranoB apixanus y aerei. [lox
obmiei pemakuumeir B.K. Tatouenko. M., Iemuatps, 2012.- 480 c; Paediatric Respiratory
Medicine ERS Handbook 2nd Edition Editors Ernst Eber, Fabio Midulla 2021 European
Respiratory Society 915P; Bronchiectasis Edited by R.A. Floto and C.S. Haworth. European
Respiratory Society Monograph, Vol. 52. 2011 261p; Pasteur MC, Bilton D, Hill AT; British
Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax. 2010 Jul;65 Suppl 1:i1-5;
Fujimoto T, Hillgjan L, Stamatis G. Current strategy for surgical management of bronchiectasis.
Ann Thorac Surg 2001;72:1711-15, Hiramatsu, Miyako, and Yuji Shiraishi. Surgica
management of non-cystic fibrosis bronchiectasis. Journal of thoracic disease vol. 10,Suppl 28
(2018): S3436-S3445. doi:10.21037/jtd.2018.08.128].

(YVP - C, VI - 5)

KommenTapuii:

0  Xxupypeuueckoe JeyeHue NpoBOOsIM Kpalie peoKo: 'y NAYUeHMOo8 ¢ JOKATbHbLIMU
OPOHX0IKMA3AMU, YNOPHOU peyuousupyroujell nHeeMoHuell 0OHOU U MOl Jice JOKATU3AYUl,
4acMeIMU KpOBOMeEYeHUAMU, UHOUYUPOBaHUeM UNU ONUMETbHbIM Ce2MEeHMAapHbIM KOJIANCOM
J1e2Kk020, 00bIYHO, MONLKO 6 MmeX CIYYAAX, K020d UCUePNAalbl 803MOJICHOCHU KOHCEPEAMUGHOI

mepanuu. Pewenue 06 onepayuu zaesucum om p}zda qbakmopoe.' yacmomsl U msosHcecmu
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KPOBOXAPKAHBA, TOKATU3AYUY KpO8omeyeHus (u3 30nbl BD), naruuus 1okanvuuix uiu oughgysnuvix
E3. Ux peyuoueer eoznuxaiom y 20% nayuenmog nocie onepayuu.

0 [Ipomugonoxazanuamu K npogeoeHulo pesekyuu cryicam. boabuds pacnpocmpaneHHocmy
npoyecca (08ycmoponnee nopasicenue 1eeKux), Hanudue madxiceiol COnymcmeayroujei namoio2uu,
BbIPAIICEHHBIX ObIXamenvbHblX Hapywenuil) [Bonesnu opeanos Ovixanus y oemeil. 100 peo.
Pauuncroeo C.B., Tamouenxo B.K. M., Meouyuna, 1988, 446 c¢; Xponuueckue 3ab6onesanus

nezkux y 0emei. I1oo,ped, Posunosoti H.H. u Musepnuyxoeo F0.J1.- M., [Ipakmuka, 2011.-224 c;

Pasteur MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group.
Thorax. 2010 Jul;65 Suppl 1:i1-5;].
[0} Bonpoc O B603MOJICHOCMU U CPOKAX npoee()eﬂuﬂ xXupypeudeckoeo emewameilbecmed

pexkomenodosaro pewiams BK ¢ yuacmuem epaua-xupypea/spaua demckoco xupypea u epava-

AHECMe3U0N02a-PeanUMAamono2a (c coenacus  payuenma/pooumeneii/  3aKOHHO20
npeocmagumens,).
o Pexomenayercsi mampeHTaM C  OpOHXOIKTa3aMH M TyOepKy/ne3oM WIH JIETOYHBIM

MHKOOAKTEpHO30M  BBINIOJIHUTH  OMEPAaTHBHBI  3Tam  JedeHus mnpu  HedD(PEKTUBHOCTH
MPOTUBOMHUKPOOHOU TEepamuu: MPOrpecCHPOBaHUE BOCTIATICHUS ¢ 00pa30BaHUEM MOJIOCTEH pacmaia,
pa3BUTHE  PE3UCTCHTHOCTH K  MAaKpOJIHWAaM, pa3sBUTHE OCIOXHEHHH  MHKOOAKTEpHO3a
(KpoBOXapKaHbE, PEUUAWBUPYIOIHE WHQPEKINH PECIIUPATOPHOTO TpPaKTa, MNPUCOCTHHEHHE
acrepruiuiesa  T.11.) C LeJIbI0 YITy4IICHHS COCTOSIHUSA ManieHTa [ XpoHHUeCKre 3a00IeBaHus JIETKUX
y nereii. [lox pen. Posunosoit H.H. u Musepnuiikoro FO.JI.- M., [lpaktuka, 2011.-224 c; Pasteur
MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax.
2010 Jul;65 Suppl 1:i1-5; Mertsch P, Merhej H, Zardo P. Interdisziplinire Behandlung der Non-
Cystic-Fibrosis-Bronchiektasie — State of the Art [Multidisciplinary Management of Non-cystic-
fibrosis Bronchiectasis - State of the Art]. Zentralbl Chir. 2021 Jun;146(3):346-358. German. doi:
10.1055/a-1361-2252. Epub 2021 Jun 21. PMID: 34154019].
YYP-C, ¥y -5).
Kommentapum:
0 [Ilpu paccmompernuu pesexyuu 1e2K020 y RAYUeHmos ¢ 10Kanu308annsim bD, cumnmomol
KOMOPBIX He KOHMPOIUPYIOMCA MEOUKAMEHMOZHBIM JledeHueM, He0OOX00UMO peuenue
MYTLIMUOUCYUNTUHAPHOU KOMAHObL, 8KTIOUAs cneyuanucma no b9 (nyrsmononoea),
MOPaKanIbHO20 XUPypea u aHecmesuoa02a ¢ OYeHKOU 603MONCHOCU ONepayuu U cepoeyHo-
J1e20YH020 pe3epea nocie pe3eKyuu.
0 Paccmompenv 603MONCHOCHb HYMPUMUBHOU NOOOEPICKU U NPeOONePAYUOHHOL 1e20UHO

peaGuﬂumauuu 00 HanpaeieHusl Ha xupypecuieckoe jeuenue

101

|

otdopmMaTupoBaHo: LLpudT: (no ymonyanuio) Times New
Roman, 12 nt

|

{

otcdopmaTupoBaHo: LpudT: (no ymonuanmio) Times New
Roman, 12 nt

|




TpancniiaHTanus Jerkux Npu GPoOHX0IKTA3aX

° PexoMeH10BaHO pacCMOTPETH MPOBEIECHNE TPAHCIUIAHTALINY JIETKUX C LEIbI0 YBETUUCHUS
MPOAOJLKUTEIIBHOCTH U YIIYUIICHUS Ka4€CTBa )KU3HHU IMallU€HTaM C 6p0HX03KTaSaMI/I:
0 B Bo3pacte 65 mer m wmmamgme, ecnmu O®B; <30% co 3HAUMTENHHOW KIMHHYECKOM
HECTAaOMIILHOCTRIO
0 ecnu HabmromaeTcst ObICTpPOE IPOrPECCHPYIOIEE YXYALIGHHE JbIXaHUsS, HECMOTps Ha
OIITUMAJIBHOC MCANKAMCHTO3HOC JICUCHHC.
O TAaIUeHTaM ¢ OPOHXO0IKTa3aMH C HU3KOM JIErOYHON (PYHKIUEH U CIIETYOINMH
JOIIOJITHUTCIbHBIMU (I)aKTOpaMI/IZ MaCCHUBHOE KPOBOXapKaHbE, TsXKEJIass BTOpUYHAsA JICTOYHas
TUNICPTCH3Us, T'OCIIUTAJIM3allusA B OUT nim JAbIXaTCJIbHas1 HEAOCTATOYHOCTD (OC06€HHO €ClIn
Tpebyercst HemnBasuBHas Bentuisiis Jerkux) [Hill AT, Sullivan AL, Chalmers JD, De Soyza
A, Elborn SJ, Floto AR, Grillo L, Gruffydd-Jones K, Harvey A, Haworth CS, Hiscocks E, Hurst
JR, Johnson C, Kelleher PW, Bedi P, Payne K, Saleh H, Screaton NJ, Smith M, Tunney M,
Whitters D, Wilson R, Loebinger MR. British Thoracic Society Guideline for bronchiectasisin
adults. Thorax. 2019 Jan;74(Suppl 1):1-69. doi: 10.1136/thoraxjnl-2018-212463. PMID:
30545985, Management of bronchiectasis in children without cystic fibrosis
https: //www.uptodate.convcontents/management-of-bronchi ectasis-in-chil dren-without-cystic-
fibrosis (last updated: Sep 21, 2021)].
Kommenrapun:  Ileped0  mpancniauwmayueii.  HeoOXOOUMO — ONMUMUSUPOBAMb  JleYeHUe
CONYymcmaylowux 3a001e6anull, MAKux KaKk 0CMeonopo3, Opeanu308ams HympumueHy1o no00epicKy,

npoeecmu 1eco04nyio pea 6Lmuma14u}o

3.3 Unoe Jieuenue

3.3.1 Kunesumepanus npu 6ponxoxmazax
TlanimenTaM ¢ OpOHXO9KTa3aMH pPEKOMEHIOBaHO mpoBenenne kunesutepanun (KHT) o

WHIMBHAyAIBHOM mnporpamMme (METOAWKH JPEHUPOBAHUS OPOHXHMAIBHOTO JepeBa W JiedeOHas
(GuU3KyIBTYpa) c ENTBI0 YIYYIICHUS JBaKyaruu MOKPOTBI [
Chang AB, Bush A, Grimwood K. Bronchiectasis in children: diagnosis and treatment. Lancet. 2018
Sep 8;392(10150):866-879; Redding GJ.Bronchiectasisin children.Pediatr Clin North Am. 2009
Feb;56(1):157-71, xi; 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; Wu J, Chang AB, Wurzel DF.Contemporary management
of bronchiectasisin children. Expert Rev Respir Med. 2019 Oct;13(10):969-979. doi:
10.1080/17476348.2019.1655400. Epub 2019 Aug 27; Lee AL, Burge AT, Holland AE. Airway

clearance techniques for bronchiectasis. Cochrane Database Syst Rev. 2015 Nov 23;2015(11); Lee
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AL, Gordon CS, Osadnik CR Exercisetraining for bronchiectasis Cochrane Database Syst Rev 2021
Apr 6;4(4) ].
(YYP-C, YA -5).

Kommenrapum: Kunesumepanus - 00UH U3 8adCHbIX KOMNOHEHMO8 KOMNIEKCHO2O0 JledeHusi demelti ¢
6p0Hx03Kma3aMu. Tnasnas yeiv npoeedeHu}z Kuhesumepanuu — oduujenue 6pOquaJle020 Oepeea
om MOKpombl, Komopast Hakanjiueaemcs 6 6p0Hx03Kma3ax, co30asas ycioeusi ons paseumusi
uH([)eKuuu 8 6p0Hx0]lé'20‘lH012 cucmeme, a makaHce noddepofcanue JAeCKUX 6 MAKCUMAIIbHO
@dyHKYUOHATLHOM COCMOSIHUU [
Chang AB, Bush A, Grimwood K. Bronchiectasis in children: diagnosis and treatment. Lancet. 2018
Sep 8;392(10150):866-879; Redding GJ.Bronchiectasisin children.Pediatr Clin North Am. 2009
Feb;56(1):157-71, xi; 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  1:1-58; Wu J, Chang AB, Wurzel DF.Contemporary management
of bronchiectasisin children. Expert Rev Respir Med. 2019 Oct;13(10):969-979. doi:
10.1080/17476348.2019.1655400. Epub 2019 Aug 27; Lee AL, Burge AT, Holland AE. Airway
clearance techniques for bronchiectasis. Cochrane Database Syst Rev. 2015 Nov 23;2015(11); Lee
AL, Gordon CS, Osadnik CR Exercisetraining for bronchiectasis Cochrane Database Syst Rev 2021
Apr 6;4(4)].

OcHosHoimu memooukamu KHT siensiomest:

o] NOCMYPanNbHbLU OPEHANC,

o] NepKyCCUOHHBIL MACCANC 2PYOHOU KACTNKU,

o] AKMUGHbIIL YUK ObIXAHUL

(o] OPeHAdICHbIE NOTIOJICEHUS;

o] aAymo2eHHbll OPEHaAdIC;

o] mepanus, ¢ NOMOWbIO ObLIXAMENbHBIX MPEHANHCEPOB, COZ0AIOUWUX NONOICUMENbHOE OasNeHUe

Ha 8bl0OXe, 8 TOM YUCe, C KOHMPOAEM U PeyIuposanuem mo2o 0deieHus (cneyuanbivle Macku,
PARI PEP I, PEP S cucmemvi, mpeHadxcep ObIXAmMenbHblil C NepeMeHHbIM HOJOMCUMETbHbIM
oasnenuem Ha 6vidoxe PARI o-PEP mun 018 (¢prammep) u op.);

o] npumenenue mMeouzoeaull Oisi YIVUUEeHUs OMKAUWIUBANHUSL: UHCYDDAMOPOs-acnupamopos
MeXaHuueckux (annapamaol 015 UHMPanyibMoHanbrou nepkyccuu neekux « Comfort Cough Plusy unu
«Comfort Cough II»), cucmemvl ouuweHUs ObIXAMENbHLIX NYMel Om CceKkpema Memooom
6bLCOKOHACMONHOU OCYULIAYUY 2DYOHOU KIEMKU

Kul-tes’umepanu}z HazHadaemcs ecem nayuermam ¢ MOMenma noCmdaHo6Ku duaenom, quusudyanbHo
8 coomeemcmeuu cpacnpocmpaHéHHocmbio u ﬂommumuueﬁ npoyecca.

YV 2pyonvix oemeii 06b1uHO NPUMEHAIOM RACCUBHYIO MEXHUKY KUHE3UMEepanuu, GKII0UaoWyIo:
o] cneyuanvHle OPeHaAdICHblE NONOJICEHU, 6 KOMOPLIX YIYUULAEMCS 36aKYAYUs CIUZU U3 TESKUX,

(] KOHMAaKmHoe OblXaHue;
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0 Maccasxce ¢ 1é2koil subpayueti u noiaxCusaHuem,

0 Kaongmaccaxc;
0 3AHAMUA HA 2UMHACTIUYECKOM MAYE;
0 ObIXAHUE C ROMOWBIO MACKU, CO30QIOWEll NOLOACUMENbHOE OA6IIeHUE HA 8blO0XE;

Opgexmusnocmo mex unu unvix memooos KHT eapvupyem 6 3agucumocmu om uHOUBUOYATbHBIX
ocobenHocmell nayueHmog ¢ Opouxoskmazamu. Yem mnaowe pebéHox, mem 0Oonee NAcCCUBHbie
MemoouKy OpeHuposanus ciedyem UCHONb306amb. HoBOPOIHCOEHHIM  BLINOTHAIOM  MONLKO
nepKyccuio u komnpeccuio 2pyonoii knemxu. Ilo mepe pocma pe6énxa cnedyem nocmenenio 6600uns
bonee akmusHble MEMOOUKU, 00YHAs NAYUEHINOB MeXHUKe KOHMPOIUPYeMO20 OMKAUAUBAHUS.

. IlanuentaM ¢ OpOHXO3KTa3aMH pPEKOMEHIYIOTCA pPEryJIipHBIE 3aHATHS JieueOHOH
(DU3KYIBTYPOIT C LENBIO YITyUIICHHS SBaKyallnil MOKPOTBI, YKPETUICHHS IbIXaTeIbHON MyCKYJIaTypBL,
TIOBBIIICHUA OMOIIMOHAJIBHOI'O TOHYCa IIanueHTa [
Chang AB, Bush A, Grimwood K. Bronchiectasisin children: diagnosis and treatment. Lancet. 2018
Sep 8;392(10150):866-879; Redding GJ.Bronchiectasisin children.Pediatr Clin North Am. 2009
Feb;56(1):157-71, xi; 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; Wu J, Chang AB, Wurzel DF.Contemporary management
of bronchiectasisin children. Expert Rev Respir Med. 2019 Oct;13(10):969-979. doi:
10.1080/17476348.2019.1655400. Epub 2019 Aug 27; Lee AL, Burge AT, Holland AE. Airway
clearance techniques for bronchiectasis. Cochrane Database Syst Rev. 2015 Nov 23;2015(11); Lee
AL, Gordon CS, Osadnik CR Exercisetraining for bronchiectasis Cochrane Database Syst Rev 2021
Apr 6;4(4)].

(YVP - C, VI - 5).

Kommenrapuii: C panneco oemcmea (Hauunas 3-x nem) HeoOX00uMo CIMUMYIUPOSAMb RAYUECHMO8
B3AHUMAMbCS.  OUHAMUYECKUMU — 6UOAMU  CROPMA, — CES3AHHBIMU € HASDY3KAMU — CPeOHell
UHMEHCUBHOCIU, OCODEHHO CONPANCEHHBIMU C npedblanueM Ha ceexcem 6o30yxe. Dusuueckue
VAPAdICHeHUst  00Ae24aiom  oHuujeHue NOPANCEHHBIX VYACHKO8 Onl MOKPOMbL U PA36UBAION
Ovixamenviyio u obwyio mycxkyiamypy. Hexomopule ynpasicnenust ykpennsiiom 2pyonyio Kiemky u
UCNPABIISION OCAHKY.

Taxoice xopowuil 3¢hpexm Onsl YKpenienusi OblIXamenbHOU MYCKYIAmypbl U OUYUWCHUS NESKUX
oxaswisarom sanamus nenuem (Chang AB, Bush A, Grimwood K. Bronchiectasisin children:
diagnosis and treatment. Lancet. 2018 Sep 8;392(10150):866-879).
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B peoxux cryuasx msasicecmb cocmosaHus hnayueHma NOIHOCHbIO UCKTIOUAEm 603MONICHOCY
sanamus usuueckumu ynpasicnenusmu. Ilosmomy éonpocel cnopmusroil akmugHocmu (6b160p 6uoa
cnopma u Hazpy3Ku) 00NJCeH peuams 1evauuil 6pad.

Hayuenmam ¢ 6pouxosxmazamu He credyem 3aHUMAMbCA OCOOEHHO MPABMATMUYHLIMU BUOAMU
cnopma (maxcénas amaemuxa, @ymoOo., XOKKel u M.N.), NOCKOIbKY ONUMENIbHOe O0SpAHUYeHue
@usuneckoll aKmMuHOCMU, CEA3AHHOE C B0CCMAHOGIEHUEM NOcie MpAasmvl, HeONA2ONPUAIMHO
CKa3b186aeMcsi Ha OPEHANCHOU PYHKYUU NESKUX.

[Chang AB, Bush A, Grimwood K. Bronchiectasis in children: diagnosis and treatment. Lancet. 2018
Sep 8;392(10150):866-879; Redding GJ.Bronchiectasisin children.Pediatr Clin North Am. 2009
Feb;56(1):157-71, xi; 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; Wu J, Chang AB, Wurzel DF.Contemporary management
of bronchiectasisin children. Expert Rev Respir Med. 2019 Oct;13(10):969-979. doi:
10.1080/17476348.2019.1655400. Epub 2019 Aug 27; Lee AL, Burge AT, Holland AE. Airway
clearance techniques for bronchiectasis. Cochrane Database Syst Rev. 2015 Nov 23;2015(11); Lee
AL, Gordon CS, Osadnik CR Exercisetraining for bronchiectasis Cochrane Database Syst Rev 2021
Apr 6;4(4)].

3.3.2 Hympumuenasa noooepicka

o B cBs3u ¢ BO3MOXKHBIM pasBUTHEM FPIHOTpO(l)PIPI B3pOCJIbIM U E€TAM C B3, PEKOMEHAYETCA
HWHAWBUAYyaJIbHAasA KOPPEKIU palliOHA Ha OCHOBE OLICHKHU HYTPUTUBHOTI'O CTaTyCa [BOJ’ICSHI/I OpraHoB
neixanus y pered. [lox pen. Paumnckoro C.B., Tarouenko B.K. M., Menununa, 1988, 446 c.;
Xponuyeckue 3aboneBanus Jerkux y pereit. Ilox pen. Posunosoit H.H. u Musepnurkoro 10.J1.- M.,
IIpakruka, 2011.-224 c; bone3num opraHoB npixanusi y zerei. Iloxg obmel pemakmumeir B.K.
Tarouenko. M., Ilequatps, 2012.- 480 c. Bronchiectasis Edited by R.A. Floto and C.S. Haworth.
European Respiratory Society Monograph, Vol. 52. 2011 261p.; ChamersJD, Polverino E, Aliberti
S, eds. Bronchiectasis (ERS Monograph). Sheffield, European Respiratory Society, 2018; Pasteur
MC, Bilton D, Hill AT; British Thoracic Society Bronchiectasis non-CF Guideline Group. Thorax.
2010 Jul;65 Suppl 1:i1-5.].

YYP-C,YAQ-5)

KOMMeHTapHﬁ: ﬂuema 00/ICHA  0becneuusams A0eK8AmHoe KOAUYeCmeo IHepeemu4ecKux u

numamenbHblX KOMNOHEHMoe6

3.1.3 Tepanus ovixamenvhoil HeOOCMAMOUHOCIU

Hvixamenvhas nedocmamournocmy ([[H) - namonozuueckuii CuHOpoM, npu KOMOPOM RAPYUATIbHOE
Hanpsicenue Kuciopooa 8 apmepuanviou kposu (Pa02) menvue 60 mm pm.cm. u/unu napyuanshoe
Hanpscenue yenekuciozo 2asa (PaC0O2) 6onvue 45 mm pm.cm. [Kollef M (ed). The Washington
Manual of Critical Care. Third Edition. LWW, 2017: 784 pp.]
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Ilo epemenu pazeumusa paziudaiom ocmpylo (Hapacmauue CUMAMOMOS 6 MeueHue 4acos uau
OHell) u XpoHuueckyio (6 meueHue Hedenvb unu mecayes) [H. C KiuHuueckou moyKu 3peHus
yenecooopasHo euje 8bl0eNMb OCMPYI0 ObIXAMENbHYIO HeOOCMAMOYHOCMb HA (OHE XPOHUUECKOU
(OLH na ¢one X/IH).

Ipuyuna pazeumus xponuueckou [JH y nayuenmoe ¢ b3 - cmpykmypHvie usmenenus n1e2Kux,
Komopbie pazgueéaiomcs 6Ce0Cmeue XPOHUYECK020 OPOHXONE20UH020 npoyecca U npueoosiyue K
CHUdICeHUto  abcomomuoll naowjaou eazoodomena. Ilpuuunoti paseumus OLAH — obocmpenue
XPOHUUECKO20 ~2HOUHO20 OPOHXONIe20YHO20 mnpoyecca 8 JecKUx, J1e204Hoe KpogomeueHile,
nueemomopaxc. Ilpuyunot ona pazeumus O/[H moeym 6vimsb u oOwumu, 8 4aCMHOCMU pazeumue
BUPYCHOU NHEGMOHUU 8 Ppa3eap INUOeMUL 2PUnnd.

Lpyeum, easxcnvim komnonenmom 6 pazeumuu J[H y nayuenmoe ¢ b3 saensemca crabocmo u
VmoMIeHUe ObIXAMENbHOU MYCKYIAmypbl, O4eHb YACMO CONPOBONCOQIOWUe msidiceioe meyeHue
3a001e8aHUAL.

. PexomennoBaHo mposeneHue kucnopoxorepanuu nmpu PaOz <55 MM pT.cT. B ITOKOE, HITH IPH
PaO; <60 MM.pT.CT. B HOKOE€, HO NpPHU HAIMYHUA OTEKOB, MOJHIUTEMHH, JIETOYHOW THIEPTCH3UH
[Hardinge M, Annandale J, Bourne S, Cooper B, Evans A, Freeman D, Green A, Hippolyte S,
Knowles V, MacNee W1, McDonnell L, Pye K, Suntharalingam J, Vora V, Wilkinson T; British
Thoracic Society Home Oxygen Guideline Development Group; British Thoracic Society Standards
of Care Committee British Thoracic Society guidelines for home oxygen use in adults Thorax. 2015
Jun;70 Suppl 1:i1-43. doi: 10.1136/thoraxjnl-2015-206865, Don Hayes, Jr., Kevin C. Wilson,
Katelyn Krivchenia, Stephen M. M. Hawkins, lan M. Bafour-Lynn, David Gozal, Howard B.
Panitch, Mark L. Splaingard, Lawrence M. Rhein, Geoffrey Kurland, Steven H. Abman, Timothy M.
Hoffman, Christopher L. Carroll, Mary E. Cataletto, Dmitry Tumin, Eya Oren, Richard J. Martin,
Joyce Baker, Gregory R. Porta, Deborah Kaley, Ann Gettys, and , on behalf of the American Thoracic
Society Assembly on Pediatrics Home Oxygen Therapy for Children. An Official American Thoracic
Society Clinical Practice Guideline Am J Respir Crit Care Med. 2019 Feb 1; 199(3): e5-e23)].
YYP-C,¥I1-5).

Kommentapumn: «3onomotiy cmandapm ouaznocmuku HapyuieHull 2a3000mMena — 3a00p anaiu3s
KpO8U HA KUCTOTHO-OCHOBHOE COCIOAHUE U3 TIYUe8oll apmepuu.

- Kuciropooomepanus pexomenoosana ne menee 15-24 yacos 6 denv

- Ienesou yposenn: SpO2 90-92%

e PekoMEeHIOBaHO PAacCMOTPETh MPOBEIACHHWE HEWHBA3WBHOW BeHTWwIsuuu jerkux (HUBJI)
nampeHTam ¢ BD npu ApIxaTenpHON HEeOCTATOYHOCTH 10 OOIINM MPUHIUIAM U TTOIX0AaM K
naHHomy Buay Tepanuu. Llens nposepenus HUBJI - nopManu3anus wiM yiaydlleHHe
ra3oo0MeHa.
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YYP-C, Y1 -5)
Kommenrtapuu: x nonoocumensnoim sghgpexmam HUBJI maxoce moorcno omuecmu d¢ghgexm

YiyduieHus dpeﬂaofca MOKpOmMbL 3d cHem 3HAYUmebHo2o Yiy4uleHus Kozmamepaﬂbnozl BeHmuaAyuUU

4, MCIIHIIHHCKaﬂ peaﬁn.ﬂnTaunﬂ H CAHATOPHO-KYPOPTHOE JICYECHUE,
MEIUIHHCKHE NMOKA3aHUA U NIPOTUBONMOKA3aHUA K IPUMCHCHUIO ME€TOI0B
peaﬁnnnTaunn, B TOM YHUCJI€ OCHOBAHHBIX HA MCII0JIBb30BAHUH NMPUPOAHBIX
JieueOHbIX aKkTOpOB

THayuenmam pexomendyemcs npogeoeHue peabuIUmayUOHHbIX MEPONPUIMUL, HAYELeHHbIX HA
noooepaicanue 1e2oUHoU QYHKYUU:

o auyam ¢ PYHKYUOHANLHBIMU OSPAHUHEHUAMU U3-3a 00bluKU (no wkare Moouduyuposannozo
Meduyuncko2o ucciedosamenvcekozo cosema (MMRC) Dyspnoea Scale > 1). (B)

* Pexomenoyemcs ucnons306amos mpeHupOSKU ObIXAMeIbHbIX MbIULY 8 COYEMAaHUU ¢ MPAOUYUOHHOU
J1e2ouHoll peabunumayueti 015 ycunenus s¢pgpexma mpernuposku. (b)

* [10060p peabunumayuoHHbIX MepPONPUAMULL U KOHMPOLb peaburumayuu npoeooumcs: nymem
UCnonb308anus mecma 6-munymmnoii xo0b6ut (MWT) u/unu mecma c 006a80uHOl 4eAHOUHOU X00bOOU
(ISWT) onsn oyenxu nepenocumocmu pusuueckoi naepysku. Ileped smum credyem nposecmu
MPEHUPOBOUHbLE MeCHbl, YMOObL UCKTTIOUUMb I pexm obyuenus.

*  Heobxo0umo obyuenue nayueHmog ¢ OPOHXOIKMAZAMU NPOSPAMMAM —MPEHUPOBOK €
npeonodceHuemM  Y4eOHblX 3aHAMUL, aO0ANMUPOSAHHbLIX K NOMPEOHOCMAM NAYUEHMO8 C
OpoHxXOIKMazamu  (Hanpumep, Memoovl OYUCHKU ObIXAMEIbHbIX Nymel, Nnamogusuoiosus
OPOHX0IKMAZ08 U COOMBEMCMBYIOUAsL UHSAISYUOHHASL Mepanusl) U 8blpabomKa UHOUBUOYAILHO20
nAaHa 3aHAMUL.

» Vnpaocnenuss no nezounoii peabunumayuu u yueOnvle 3aHAMUSL OOJIICHbL NPOBOOUNbCS
cneyuanucmami ¢ COoOmeemcmeyiowel Kearupurayuel.

Unpopmayus o nezounot peaburumayuu npedcmaeiena ¢ Cmandapmax kauecmea BTS o0ns
nezounoti peabunumayuu [Hill AT, Sullivan AL, Chalmers JD, De Soyza A, Elborn SJ, Floto AR,
Grillo L, Gruffydd-Jones K, Harvey A, Haworth CS, Hiscocks E, Hurst JR, Johnson C, Kelleher PW,
Bedi P, Payne K, Saleh H, Screaton NJ, Smith M, Tunney M, Whitters D, Wilson R, Loebinger MR.
British Thoracic Society Guideline for bronchiectasisin adults. Thorax. 2019 Jan; 74(Suppl 1):1-609.
doi: 10.1136/thoraxjnl-2018-212463. PMID: 30545985. https://www.brit-thoracic.org.uk/standards-
of-care/quality-standar ds/bts-pul monal -rehabilitation-quality-standar d</]
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5. lIpoduinakTuka u TUCHaHCEPHOE HAOTI0leHHE, METUIIMHCKHE MIOKA3AHUA U
NMPOTHBONOKA3aHUS K MPHMEHEHUIO METO/I0B MPOPUIAKTHKHI

5.1 lIpoduiaakTuka

Ipogunaxmuxa 3axnouaemcs  NPeOYNPeICOeHUU U TeYeHUU MANCeIbIX UHGeKyull OpoHXo8 u
nHeeMOHull Y Oemeil. Bakyunayus npomue Kokmowa, Kopu 6 OeKpemuposamHvle CPOKU,
PAYUOHATBHOE UCNONL308AHUE AHMUOAKMEPUATLHBIX NPENApAmos npu 1e20UHbX 6aAKMePUAIbHbIX
UHGeKYUuAX Coco6cmeyem CHUMCeHUIo pacnpocmpanernocmu b3.

Jns ynyuwenus obwjeco cocmosinusi nayuenma ciedyem coOniooams Mepvl NpOGUIAKMUKU
obocmpenuil, a neyebHble MepONPUAMUS OONHCHBL NPOBOOUMNLCS KOMNIEKCHO U 8 NOTHOM 00beMe.
Hayuenmam ¢ BD  yenecoobpasno npoeedenue GaKyuHayuu nNPOMUE NHEEMOKOKKOBOU U
eemoghunvHol uHghexyul, exce200nas saxyurayus om epunna. Ciedyem noMHUmMb 06 0COOEHHOCMAX
BAKYUHONPOPUAAKMUKU Y Oemell ¢ UMMYHOOeDUYUMHBIMU COCIOAHUAMU.

o BceMm B3pociibIM MaleHTaM ¢ GPOHXO03KTa3aMH PEKOMEH/IyeTCsl BAKLIMHALUS [IPOTUB TPHIIIA
U THEBMOKOKKOBO# MH(ekmu ¢ npodunakrindeckoit nensio [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 bronchiectasisin adults. Eur.Respir.J. 2015; 45: 1446-1462;
DOI: 10.1183/09031936.00119114].

(YYP-C, Y1 -5)

KomMmenTapuu: Baxkyunayus npomug 2epunnd u NHeGMOKOKKOBOU UHeKyuu nokazana npu
OPOHXO0IKMA3AX, KAK U NPU OPY2UX XPOHUHECKUX OPOHXONE20UHbIX 3A001€8AHUSX, XOMSA KOHKPEmHble

OaHHble 0 GIUAHUU 6AKYUHAYUU HA MeyeHue Gponxosxmazoe omcymcemeyom [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].

L Bcem JCTAM C b5 PEKOMEHAO0BaHa BaKIIMHAIIMA COINIaCHO HaLII/IOHaHLHOMy KaJIeHAapro
HpO(bI/IJ'IaKTI/I‘{eCKI/IX INPpUBUBOK, BKJIIOYas BaKIIUHAIIAIO ITPOTUB IMTHEBMOKOKKOBOM I/IH(beKIII/II/I U oT
rpummna c uensto npodunakruky [Chang AB, Fortescue R, Grimwood K, Alexopoulou E, Bell L,
Boyd J, Bush A, Chalmers JD, Hill AT, Karadag B, MidullaF, 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 adol escents with bronchiectasis. Eur Respir J. 2021
Aug 26;58(2):2002990].

YYP-C, YA -5)

M/IJIQKTMKQI IICPECKPECTHOI'O HHQH!!H[!OB&HPIH
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Ta6auna 12. Iytu nepexpectHoro nuuuuposanus [Lommatzsch ST. Infection prevention and

chronic disease management in cystic fibrosis and noncystic fibrosis bronchiectasis. Ther Adv Respir
Dis. 2020;14:1753466620905272. doi:10.1177/1753466620905272].

Tun Onpenenenne MuKpPOOpPraHu3M

MRSA
[Ipsmoit HenocpencTBeHHbIN KOHTAKT € \Pseudomonas aeruginosa,
KOHTaKT MHQUITMPOBAHHBIM (TIOLIEITYH) \Burkholderia cepacia complex

PCB

[HenpsiMoii KOHTaKT

KoHTaKT ¢ MHQUIMPOBAaHHBIMI
oObekTamu (pyKa, UTPyIIKa, JBEpHAs
YUKa, MEJUIIMHCKOE 000pYA0BaHHE)

Te xe, 9TO 1 IIpU IIPIMOM
KOHTAKTe

IBozayiiHo-KkanenbHbIi

IA5p030J1b >5 [Lm, KOTOPBIH MOXKET
mepeMermarses Ha 1-2 M OT HCTOYHHUKA
1 MHQUIUPOBATH ITyTEM IPSIMOTO
OCa)KAEHNS Ha CIM3HUCTHIE 00OIOUKH.

MRSA

P aeruginosa

\Burkholderia cepacia complex
Mycoplasma pneumoniae
Bordetella pertussis
\Rhinovirus

Influenza virus

\Udenovirus

RSV

IBozmyniHbii

A3p0o3051b <5 MKM, KOTOpBII OCTaeTcs
B3BEIIIEHHBIM B BO3/[yXe B TeUEHHE
IUINTETBHOTO BPEMEHHU | BABIXAETCA B
HIDKHUE JIbIXaTeJIbHBIC Ty TH.

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

SARS-CoV
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MRSA- metumuamuH pe3ucTeHTHBIH S. aureus, PCB-pecnupaTopHO-CHHTULIMAIBHBIN BHPYC;
SARS-CoV Tspxenslit OCTphIii pecnupaTOpHbI CHHAPOM KOPOHABHPYC.

Hcrounnkom P. aeruginosa B 60JIbLIMHCTBE CITy4aeB sSBISIETCS BojA (BOZOEMOB, BaHH, PAKOBUH 1
nyuieBbix). OpHako, MOCKOJBKY P. &€ruginosa [onblue COXpaHSAEeTCss B MOKDPOTE, MOXKET
nepeaaBarhCs yepes pyKorokarue B Tederne 180 MUHYT rmociie KoHTaMuHanuK Koxu [Doring G,
Jansen S, Noll H, et al. Distribution and transmission of Pseudomonas aeruginosa and
Burkholderia cepaciain a hospital ward. Pediatr Pulmonol 1996; 21: 90-100. ].

9ToT MHKPOOPTaHNU3M GLUI BBIICIICH U3 BOS}IyH_IHOﬁ Cpeabl GOHBHH‘{HBIX majiart,
KOPHU/IOPOB KIIMHUK U B KaOMHeTax (YHKIMOHAJIBHOW NUAarHOCTHKH uepe3 45—-120 MuHyT nocie
HOCEIIeH sl TallMeHTa ¢ cuHerHoinoi ungekuueii [.Jones AM, Govan JRW, Doherty CJ, et
al. Identification of airborne dissemination of epidemic multiresistant strains of Pseudomonas
aeruginosa at a CF centre during a cross infection outbreak. Thorax 2003; 58: 525-527. 1.
MeTHIHUTHH-PE3UCTEHTHBIA 30J0THCTBIN cTadmiokokk (MRSA) u BHPYCHI TakKe MOTYT
PAacIpOCTPaHATHCsI KOHTAKTHBIM MIIH BO3yLIHO-KaneabHbM IyTeMm [Saiman L, Siegel JD, LiPuma
JJ, et a. Infection prevention and control guideline for cystic fibrosis: 2013 update. 2014 Aug;35
Suppl 1:S1-S67. doi: 10.1086/676882.; Kormuth KA, Lin K, Prussin AJ, Il, et a. Influenza virus
infectivity is retained in aerosols and droplets independent of relative humidity. 2018 Jul
24;218(5):739-747. doi: 10.1093/infdis/jiy221].

Ilo maHHBIM JUTEPATYphl PUCK TNEPEKPECTHONM HMH(EKUUH Npu OpPOHXODKTa3ax HEBEIHK U B
HACTOsIIee BpeMsl He JIOJDKEH OrpaHH4MBaTh JOCTYI K CHEIHAaIU3MPOBaHHON ITOMOIIH. O[{HaKo, ObLIN
OIMNCaHBbI ciydyan HpHO6pCTCHHﬂ P. aeruginosa C MHOKECTBEHHON HeKapCTBCHHOﬁ
YCTOMYMBOCTRIO TMaIMeHTaMu ¢ Oporxodkrazamu 6e3 MB or manuentoB ¢ MB [Robinson P,
Carzino R, Armstrong D, et al. Pseudomonas cross-infection from cystic fibrosis patients to non-
cystic fibrosis patients: implications for inpatient care of respiratory patients. J Clin Microbiol
2003; 41: 5741; Kell C, Manzoor S, Gossain S, et a. Acquisition of epidemic Pseudomonas
aeruginosa strains in non-CF bronchiectasis patients. Thorax 2016; 71: A234.].

JlaHHBIe TUTEpaTYpHI 00 OTCYTCTBUH IIEPEKPECTHOH HH(EKIMY, BEI3BAHHOI P. aeruginosa, Mexay
nanueHTaMu ¢ OpoHxo3kTazamMu 0e3 MB, He HMCKIIOYAIOT MEepeKpecTHy: HH(OEKIMIO, BBI3BAaHHYIO S.
aureus, H. influenzae nnu HTM B nonyssituu 31ux 6oibHbIX. B CBSI3M € OTCYTCTBHEM JI0Ka3aTEIILHON
6a3el B EBpomeiickux pexkoMeHAamusAxX IO OpOHXOIKTa3aM MpoOieMa IepeKpecTHOrO
uHUIMpOBaHUs He paccMmarpuBaercs [European Respiratory Society guidelines for the
management of adult bronchiectasis. EvaPolverino, Pieter  C. Goeminne, Melissa
J. McDonnell, Stefano Aliberti, Sara E. Marshall, Michadl
R. Loebinger, Marlene Murris, Rafael Canton, Antoni Torres, Katerina Dimakou, Anthony De

110



Soyza, Adam T. Hill, Charles S. Haworth, Montserrat Vendrell, Felix
C. Ringshausen, Dragan Subotic, Robert Wilson, Jordi Vilaré, Bjorn Stallberg, Tobias Welte
, Gernot Rohde, Francesco Blasi, Stuart Elborn, Marta Almagro, Alan Timothy, Thomas Rudd
y, Thomy Tonia, David Rigau, James D. Chalmers. European Respiratory
Journal 2017 50: 1700629; DOI: 10.1183/13993003.00629-2017]. B pe3ynbrate H30IALASL
MarrenToB ¢ OpoHxodkTazamu 0e3 MB He pekomenayercs [Pasteur MC, Bilton D, Hill AT, et
al. British Thoracic Society guideline for non-CF bronchiectasis. Thorax 2010; 65: Suppl. 1, i1
i58.]. Tem He MeHee MepeKpecTHas Ieperaya SMUAEMUYECKAX INTaMMOB P. aeruginosa ot
MonyJIsIuK 00sbHBIX MB  manmentam ¢ OpoHxoskrazamu 0e3 MB nMena MecTo B HECKOJIBKHX
ciydyadax, 4To HCO6X0£[I/IMO YUYUTHIBATh IIPU OKa3aHUH MCILHHHHCKOﬁ oMo 60J'II>HI>IM C
Oponxoskra3amu u GosibHbIM ¢ MB B oxnom 1 ToMm ke otaenexun [Robinson P, Carzino R,
Armstrong D, et a. Pseudomonas cross-infection from cystic fibrosis patients to non-cystic
fibrosis patients: implications for inpatient care of respiratory patients. J Clin Microbiol 2003; 41:
5741; Kell C, Manzoor S, Gossain S, et a. Acquisition of epidemic Pseudomonas aeruginosa
strains in non-CF bronchiectasis patients. Thorax 2016; 71: A234].

XpoHnveckass WHEKIUS ONMpeneNsieT THKECTh TEUeHHs 3a00JICBaHUs, YacTOTy OO0OCTpEHHI,
KAuecTBO KM3HU M JIETAIBHOCTh MalMeHTOB ¢ Oponxoskrazamu (BD) [Loebinger M.R., Wells
A.U., Hansell D.M. et a. Mortality in bronchiectasis: a long-term study assessing the factors
influencing survival. Eur. Respir. J. 2009; 34 (4): 843-849. DOI: 10.1183/09031936.00003709;
McDonnell M.J.,, Aliberti S., Goeminne P.C. et al. Multidimensional severity assessment in
bronchiectasis: an analysis of seven European cohorts. Thorax. 2016; 71 (12): 1110-1118. DOI:
10.1136/thoraxjnl-2016-208481.]. B <cBsi3M C OTHUM [EPBOCTENICHHOE 3HAYCHHE HMEIOT

npoduiaakTuka nHGEKIUH 1 60pbda ¢ Heil.

Ipodunakrtuka uHpekMid noKHA OBITH HalpaBjieHa Ha NpenynpexaeHue UHOUIMPOBaHUS
BO30ymuTenIMu U OOpbOy C OCIOKHEHMSMH. B 4YacTHOCTH, OH BKIIOYAeT NPOPUIAKTHKY
nepenayu, UMMYHOTIPO(QUIAKTUKY H, HHOTJa, Ipo(HIaKTHIECKOE MPUMCHEHHE
anTuOaKkTepuanbHOit Teparuu [Saiman L, Siegel JD, LiPuma JJ, et al. Infection prevention and
control guideline for cystic fibrosis: 2013 update 2014 Aug;35 Suppl 1:S1-S67. doi:
10.1086/676882; Weaver LT, Green MR, Nicholson K, et a. Prognosis in cystic fibrosis treated
with continuous flucloxacillin from the neonatal period. Arch Dis Child 1994; 70: 84-89.;
Malfroot A, Adam G, Ciofu O, et al. Immunisation in the current management of cystic fibrosis
patients. J Cyst Fibros 2005; 4: 77-87].

IMpodunaktuka HHGUIUPOBAHUS MANUEHTOB ¢ OpoHXOdKTazamMu ¢ MB pomxna

IPOBOAUTECA B COOTBETCTBMHU C KIMHUYECKUMHU PEKOMCEHAAUAMU [JId MYKOBUCHHUI03a
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[Knuunueckue peKOMEHALNH «Kucrosnsiit ¢udpo3 (MyKOBHCLIHO3)», 2021

https://cr.minzdrav.gov.ru/recomend/372_2].

Hwxke mnpencrasiensl pexkomenpanmu pabodeit rpymmnsl (EMBARC - Espomneiickoe
MHOTOIICHTPOBOE COOOLIECTBO IO KOHTPOJIO M HUCCIICIOBAHUIO OPOHXO3KTa30B), OTHOCHTEIBHO

IpoUIAKTHYECKHX Mep AT IpeaynpexIeHIs HHPUIUPOBaHUS OONBHBIX C OPOHXO3KTa3aMH.

H3-3a  OoTCyTCTBHA TNOIAPOOHBIX HCCICJOBAHUM M  JOKAa3aTelbCTB JaTh YETKHUE
IPaKTUYECKUE PEKOMEHJALMU OTHOCHUTEIbHO MH(EKIMOHHOIO KOHTPOJs y HALUEHTOB C
OpPOHXO3KTa3aMH HEBO3MOXKHO. TeM He MeHee, KITMHULUCTHI CAMH JOJDKHBI IPUHAMATH PeIICHHS
0 TOM, Kak pemiaTb 3Ty IpoOleMy B CBOMX KJIMHUKAX U pa3paboOTaTh MOIUTHKY YIpPaBICHHS
HOTEHIMATbHBIME PUCKAMU HHOHIMPOBAHNS MALIMEHTOB C OPOHXOIKTa3aMU BO BPEeMs OKa3aHMs

WM MEIUIIMHCKOH TTOMOIIIH.

DIJI;I MANUEeHTOB ¢ OpoHXOdKTazaMH ¢ MB Heo0XoauMO TNpUACPKUBATECS BCEX
pEeKOMeHJaIui, pa3pabOTaHHBIX M NPOMHIAKTHKM XpoHHMYeckod wHHpexmmn mpu MB.

(KJIMHUYECKIE PeKOMEHIAUH HIIH KOHceHcyc).]

. Ecnu mauueHTtsl ¢ 6poHx03kTazamu 6e3 MB mpoxo/sT JieueHne B MEAMIIUHCKOM
opraHuzanuu, rac jJedyaTcsa NalUuEHThI C MB, TO BECTU TaKUX MALUEHTOB PEKOMEHAYETCA B
COOTBETCTBHUU C TEMU K€ CTPOTMMHU ITpOLCAYypaMU I/IH(beKLH/[OHHOI‘O KOHTPOJIA, 4YTO U MAlUCHTOB
¢ MB ¢ uenbto npeaynpexaeHus nepekpectHoro nHpuuuposanus James D. Chalmers, Felix C.
Ringshausen, Bridget Harris, J. Stuart Elborn, Annette Posthumus, Charles S. Haworth, Nicola
Pilkington, Eva Polverino, Thomas Ruddy, Stefano Aliberti, Pieter C. Goeminne, Craig
Winstanley, Anthony De Soyza. Cross-infection risk in patients with bronchiectasis: a position
statement from the European Bronchiectasis Network (EMBARC), EMBARC/ELF patient
advisory group and European Reference Network (ERN-Lung) Bronchiectasis Network. European
Respiratory Journal Jan 2018, 51 (1) 1701937; DOI: 10.1183/13993003.01937-2017]. .

Kommenrapuu: Omo npeononazaem, umo nayuenmam ¢ OPOHXOIKMA3AMU HEOOXOOUMO
uzbe2amov cOMECMHO20 UCHONb30BAHUS AMOYIAMOPHBIX NPUEMHBIX, KAOUHEMO8 Ul OmoeneHuil
¢ nayuenmamu ¢ MB. Bo épems paziuyHulx Meponpusimuti nayueHmvl ¢ OPOHXOIKMA3AMU He
00JIHCHBL UMEMb NPAMO20 KOHmaxma ¢ nayuenmamu ¢ MB. IIpu smom nayuenmel 0onicHbl 6b1ms
NPOUHPOPMUPOBAHBI O MOM, UMO KOHMAKM C OpyeUMU RAYUEHMAMU MONCem HeCmu PUCK
nepeoauu uH@exyuu. Imo no36oaUNM NAYUESHMAM NPUHATNb DEleHUe 0 MOM, Y4acmeosants iu um
6 no0obHbIx Meponpuamusx. He ciedyem nayuenmam nocewjamv Meponpuamusi ¢ opy2umu

nayueumamu, eciu y Hux umeemcs oﬁocmpelme bonesHu.
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Hpu noceuwjeHuu NOJUKIUHUK U 60]1101{1414()1 nayuenmaol 00J1ICHBL COONII00aMb cmpocue mepebl,
Kacawowuecs 2ucueHbl pyK u CmpemumusbCsii MUHUMUIUPOBAMb 06[7(1306(11—[116 nomenyualbHo

qu)eKMMOHHle aaposoﬂeﬁ, npuKpwuledas pom 60 6pemst Kaulis Uil YUXaHusl.

HOCKOﬂbe U36eCmHo, Ymo pyKonoatcamue s16a1emcs OOHUM U3 OCHOBHbBIX nymeﬁ nepe()a!m

MUKPOOP2AHUIMOE, MO pYKonoacamue 6 NOJUKIUHUKE UTU 60.’ZbHM1/;€ He 00nyc;<aemC}z.

Cnedyem cobniodams 0CHOBHbIE MePbl UHPEKYUOHHO20 KOHMPOJISL C Yeablo YMEeHbULeHUS.
MecHo20 KOHMAKma Mexlcoy NAYUeHmamuy, Hanpumep: He Oelumvbcsi eoou, HANumKami,

MOOUNLHBIMU MeNehOHaMU U OPYUMU NPEOMEMAMU.

Baoicno cmpemumobcsi chuzums puck 060cmpenusi 3a cuem npeoynpestcoenus. 3apaicenust
BUPYCHBIMU U Opyeumu ungexyuamu. Illosmomy credyem nayuenmam coono0ams CmaHoapmubvle
Mepbl 2ucueHsl, maxKue Kax muimbe pyKk nepeo eool, u, no 603MOICHOCMU, u3be2amsb KOHMAKMOG
€ 0embMu U 63POCTbIMU C AKMUGHBIMU GUPYCHBIMU UHDexyuamu. Tlayuenmam c 6pouxosxkmasamu
HeobX00UuMOo npooOUMb 8AKYUHAYUIO NPOMUE SPUNNA U OPYUX UHGEKYull 6 cOomeemcmesuu ¢
HAYUOHATLHBIMU PEKOMEHOAYUAMY U HAYUOHATLHLIM KAleHOapeM NPOQUIAKMUYeckux npusUsox,
a makoice 6aKyuHayuio no SNUONOKA3AHUAM.

Cnedyem pexomendosamev nayuenmam c¢ B3I 6es MB ucnoav3oeamv macku no
snudemuueckum noxazanusm [James D. Chalmers, Felix C. Ringshausen, Bridget Harris, J. Stuart
Elborn, Annette Posthumus, Charles S. Haworth, Nicola Pilkington, Eva Polverino, Thomas
Ruddy, Stefano Aliberti, Pieter C. Goeminne, Craig Winstanley, Anthony De Soyza. Cross-
infection risk in patients with bronchiectasis. a position statement from the European
Bronchiectasis Network (EMBARC), EMBARC/ELF patient advisory group and European
Reference Network (ERN-Lung) Bronchiectasis Network. European Respiratory Journal Jan
2018, 51 (1) 1701937; DOI: 10.1183/13993003.01937-2017].

5.2 TucniancepHoe Ha.10ieHHe

Tabmuna 13. CtangapTHBIE KOHTPOJIBHBIC TECTHI M BU3UTHI IJIsl AMHAMHUYECKOT0 HabroaeHus BD
(meTu-B3pocibIe)

NoE:

Ioka3zarenb Jlerkas cTeneHb TSHKECTH CpenHe-TsoKenast CTENEHb TSHKECTH
3aboJsieBaHuUs

Busutsl 6-12 mec. * 3-6 mec. *

Ouenka unzekca Tsbkectd bO | MicxonHblii ypoBeHb HMcxoanblil ypoBeHb

HUMT (MHnexc MaccH Tesia) EsxeromHo* Esxeromno*

IToceB MOKpPOTHI (YCIYTH CM. Exxeronno* Kaxnpie 6 MECSIIICB, pu

paszmen 2.3.1) HEOOXOAMMOCTH Yallle

O11eHKa OJIBIIIKH I10 IIKAJIE Esxxeromno Kaxpie 6 mecsien

MRC#*

Crnupomerpus EsxeronHo* B3spocasle: kaxjble 6 Mecse*

([MUs7]): C.H.ABnees —
oxenue I'

A P
L undopmanys 1o mkane B [pu
[
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Heru 1 pa3 B 3-6 mec. *
KT opranos rpyasoii nosoct | Ilpu quarnoctuke™ IIpu nuarHocTuke™*
FﬂoceB Moxponﬂ nHa HTMb EsxxeromHo* I Exeronno* I o6 p ([Ms81): MukpoGuosorn
MoHHTOpPHHT HACKHIECHHUS Exxeromno Kaxpie 6 MecsiieB npuckanu yeryru Baene Upanosie?
kuciopogom (SpOz)
HccnenoBanne ocHOBHBIX | [Ipu quarHoctukel ITpu muarHoctuke}
TIPUYHH
Or1eHKa COMMyTCTBYIOIINX IIpu nuarHocTuke} ITpu muarHoctuke}
3a00JIeBaHMIA

* KPaTHOCTb y NMAIIUCHTOB C IEPBUYHBIM UMMYHOAepuInTOM, MyKkoBucuuaozoM, I u ap.-
CM. COOTBETCTBYIOIIUE KIIMHUYECKHE PEKOMEH AU

TOT0 MOKeT mOTPeOOBaTHCS C yUETOM MECTHBIX IOKa3aTeIell pacipoCcTpaHEHHOCTH
HETyOepKyJIe3HOro MHKOOAKTEepHAILHOTO 3a00JICBaHHs JIETKHX, 4 B HEKOTOPBIX LICHTPaxX MOXKET
HOTPeOOBAThCS MPOBEACHNE Ha PETYIISpHOI ocHOBe. [Ipi 060CTpeHHI MOTYT TOTPEOOBATHCS
JIOTIOJTHUTEIIbHBIE TIOCEBBI.

IHOBTOpI/ITe 06CHeHOBaHI/Ie, €CJIM COCTOSHUE NAllMCHTa YXYyAIIacTCA.

**MRC mkana ouenku onsiiku Medical Research Council Dyspnea Scale

6 Opranusanust OKa3aHus MeAUIMHCKOH MOMOLIH

Iepsuynas  Ouacnocmuxa u no06Op mepanuu  OCYWecmenaemcs 8 YCI0GUAX
CReYUATUZUPOBAHHO20 NYTbMOHONOSUYECKO20 CMAYUOHAPA WU OmoeneHus (nayuenmst c
HemsIICeNbIM  MedeHuemM, O0COOeHHO Npu KAMAMHECMUYECKOM HAGM0O0eHuu Mo2ym Oblmb
20CNUMANU3UPOBAHDLL U 8 OHEGHOU cmayuonap). /[numenvnocmy npebvlganus, 6 cpednem, 14-21

Oenb.

B ambynamopro-noruxaunuieckux ycioeuax npu nooo3peHuu Ui 8 cayyae 6blAgneHus
bponxone2ounbix 3a601e6anull yyacmkossle spavu-neduampet (JlucnancepHslii npueM (ocMoTp,
KOHCYJIbTAlWs) —Bpadva-lenarpa y4aCTKOBOTO) OOJJICHbL  HANPAGISAMb  NAYUEHMO8 HA
KoHcyromayuio k epayy-nyasmononozy (Ilpuem (0CMOTp, KOHCYIIBTALHs) Bpada-IyJIbMOHOJIOTa
HEePBUYHBII)

Yacmoma euzumos nayuenma ¢ b3 u mecmoe - cm. maon. 13).

7. lonoanutenbHasi nHGopManus (B TOM Yucje (paKkToOpsbl, BJAMSIONINE HA

HCXO0Q 3200J1eBAaHUSA WJIH COCTOSTHHSI

Tpu Hanuyuu 02paHuyeHHbIX NOPANCeHUll OPOHXUATILHO20 Oepe6a, PAHHell OUAZHOCIUKE U
CBOeBPeMEeHHOl mepanuu 6 YeioMm Onazonpuamubsli. Y nayueHmos ¢ npozpeccupyroujum
yeunenuem CUMRIMOMAMUKY U KPOBOXAPKAHbEM NPOSHO3 YXYOUIAeMCA U 3a8UCUM OM HATUYUS UTU
omeymemaust Opyaux oHosblx 3a001e6anUll, CMeneHy nopadxicenus u pacnpocmpanennocmu bBD.
Ilpu pacnpocmpanennvix npoyeccax yoce 8 OemcKOM 8o3pacme Yy NAYUEHMO8 MO2ym
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Pa36UBAMbCA CUMRIMOMbL 1€204HOU 2unepmen3uu. [Ipu Hanuuuu MyKosucyudo3a uiu msdiceibix
UMMYHOOCUYUMHBIX COCMOSIHUAX UCX00 OONE3HU 3A6UCUM He MONbKO OM MOPQHON0UHECKUX
uzMeHeHuil GPOHX08, HO U 0OYCIL0IUBAEMC Sl MEUeHUEM OCHOBHOU NAMONOSUU.
7.1 O6pamumocme 6poHx0IKmMma3oe

YV nexomopuix demeii / noopocmkog 6pouxodKmaszvl 06pamumsl u / uiu npedomsepamuMbl.

Yposenv ybeoumenvrnocmu pexomendayuii B (yposens docmoseprnocmu dokazamenscme — 3).

Dakmopyl, eadxcnvie 0ns obpamumocmu u / unu NPOPUIAKMUKU OPOHXOIKMA308,
BKIIOYAION: paHHee BblANeHUe U TeYeHlUe B0bIXAeMbIX UHOPOOHBIX meil, npedomspauyenue panHetl
U MAACENOU NHEGMOHUU, NPEOOMEPAaLYeHIe NOBMOPHOO 3AMAICHO20 BAKMEPUATbHO2O GPOHXUMA
(35b), neuenue nepUUHbIX UMMYHOOCHUYUMHBIX 3a00NeBaAHUL, BbI3LIBAIOWUX OPOHXOIKMA3YL,
cooeticmeue 2pyOHOMY BCKAPMAUBAHUIO U UMMYHUZAYUL, 4 MAKIICe OMKA3 Om MabaiHozo ObiMa

u Opyeux 3azpasHumenei.

Xoms Ookazamenvcme HeMHO20, 6ce uiecmo uccneoosanuil nokaszauiu, 4mo npu
coomeememeyloujem JiedeHuu PAanHue OPOHXOIKMA3bl Y HEeKOmopwix Oemei / NOOPOCMKOS
obpamumel u, credosamensvro, npedomspamumel [Gaillard EA, Carty H, Heaf D, et al. Reversible
bronchial dilatationin children: comparison of serial high-resolution computer tomography scans
of the lungs. Eur J Radiol 2003; 47: 215-220; 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; Eastham KM, Fall AJ, Mitchell L,
et al. The need to redefine non-cystic fibrosis bronchiectasis in childhood. Thorax 2004; 59: 324-
327; 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; Crowley S Matthews |. Resolution of extensive severe bronchiectasis in an infant.
Pediatr Pulmonol 2010; 45: 717-720; 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.]. Yacmoma paspewienus: unu yiyduieHus HoCie COOMeemcmaeyue2o iedeHus y oemetl
/  noOpocmkoe ¢ OPOHX0IKMA3aMu, NOOMEEPACOCHHLIMU NO  OAHHLIM  KOMIbLIOMEPHOU
momoepagpuu moxcem docmuzams 64% [Gaillard EA, Carty H, Heaf D, et al. Reversible
bronchial dilatationin children: comparison of serial high-resolution computer tomography scans
of the lungs. Eur J Radiol 2003; 47: 215-220.]. Odnakxo cmenens 6b1300p061EHUS ULY YILYHULCHUS,
3asucum om maAMdCecmu Imuoiocui, fzeofcameﬁ 8 OCHoe6¢e 6p0Hx03Kma3os, npose()eHHoeo Je4eHusl
U cnocob onpedenenuss OPOHX0IKMA308 (UCNONb3YVeMble OUacHOCMUYecKue Kpumepuu). Ypoeens

Yybeoumenvrnocmu pexomendayuil B (yposenv 0ocmoseprnocmu dokazamenscme — 2).
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Buisignenue u yoanenue acnupupoBamHuiX UHOPOOHIX MeN U3 ObIXAMEIbHbIX nymell,
ocobenno 6 meuenue 14 Oueil, npedomsepawaem pazsumue 6Oponxosxmaszose [Mallick MS
Tracheobronchial foreign body aspiration in children: A continuing diagnostic challenge. Afr J
Paediatr Surg 2014; 11: 225-228). Kozoa aeuenue omknaovieaemcs 6onee wem na 30 owueil,
bponxosxkmassl eoznuraiom y 60% oemeti ¢ ocmagwumucs unopoousimu menramu [Karakoc F,
Karadag B, Akbenlioglu C, et al. Foreign body aspiration: what isthe outcome? Pediatr Pulmonol
2002; 34: 30-36.].

Cywecmgyiom moabKo KOCBeHHble OaHHble HAOMOOeHUll O Opyeux HNOMeHYUdIbHbIX
Gakmopax pucka pazeumus OpoOHX0IKMA308 y Oemeil / NOOPOCMKOS8, KOMOpble GKIIOUAIOM
cmpamecuu, HanpaeieHHvle Ha CKYYeHHOCMb 6 OOMAUIHUX YC08USLX, HEeOOHOUIEHHOCMb U yacmole,
panHue U msadcenvle Ocmpble UH@PEKYUU HUNCHUX — ObIXAMENbHbIX nymetl  (0CobeHHO
eocnumanuzuposannas nueemonus) [Valery PC, Torzllo 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; Singleton RJ, Valery PC, MorrisP, et al. Indigenous children
from three countries with non-cystic fibrosis chronic suppurative lung disease/bronchiectasis.
Pediatr Pulmonol 2014; 49: 189-200.].

Tlpedomepawenue peyuousa 3amsdiCHO20 OAKMEPUATLHO20 OPOHXUMA, BbI36AHHO2O
nemunupyemoti H.influenzae u coxpanenue 2pyonoco eckapmnueanuss makdice Modwcem
npedomsepamums 6ponxosxmaszel ¢ 6yoywem [Valery PC, Torzllo PJ, Mulholland EK, et al. A
hospital-based case-control study of bronchiectasis in Indigenous children in Central Australia.
Pediatr Infect DisJ 2004; 23: 902-908; Wurzel DF, Marchant JM, Yerkovich ST, et al. Protracted
bacterial bronchitisin children: Natural history and risk factors for bronchiectasis. Chest 2016;
150: 1101-1108].

Yposenv yoeoumenvnocmu pexomenoayuii B (yposensb 0ocmogeprocmu 00Ka3amenibcmes —
2).
7.2 Hexoowt u npoznos

Ilpoero3 npu 6ponxosxkmaszax cuivbHo pasiuuaemcs. Hexomopwvie nayuenmvl dcugym c
JIOKATbHBIMU OPOHXOIKMA3AMU 8 MedeHue MHOUX Jiem, 8 MO 8peMs KaK y Opyeux nayueHmos
ommeuaemcsi  Gvblcmpoe Npocpeccuposanue 3a00NE6aAHUs C YACMbIMU 0OOCMPEHUAMU U
VCKOpeHHbIM CHudiceHue nokazamenei ¢ynxyuu aeekux [Chalmers, J. D. et al. Characterization
of the “frequent exacerbator phenotype” in bronchiectasis. Am. J. Respir. Crit. Care Med. 197,
1410-1420 (2018); 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).]. O6pamumocme penmeenonocuuecku OUAZHOCMUPOBAHKBIX OPOHXOIKMAZ06
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(umo onpedensiemcs, K020a Y8eIUUeHHAs. GPOHX0-APMEPUATbHAs OUNAMAYUs 6036PAMACICIL K
HOPMATIbHbIM 3HAYEHUSIM) = 603MOJICHO NPU PAHHEl mepanuu YuluHOPUYeCKUx OPOHX0IKMA308.
Tak 6 00HOM UCccre008aHUU, OPOHXUANLHAS OUAAMAYUs Y Oemell NOIHOCMbIO PA3PEeuuIacs 8 6 u3
21 nabniodenuii ¢ penmeeHon02utecky OUAsHOCMUPOSAHHBIMU OPOHXOIKMAZAMU NPU NOBMOPHBIX
KOMIbIOMEPHOU momogpaguetl 8bicoK020 paspeutenust wepes 2—43 mecsaya nocie uHmMeHCUHOU
meduxamenmosnou mepanuu [Gaillard, E. A., Carty, H., Heaf, D. & Smyth, R. L. Reversible
bronchial dilatationin children: comparison of serial high-resolution computer tomography scans
of the lungs. Eur. J. Radiol. 47, 215-220 (2003).]

Puck cmepmmuocmu npu 6poHX09KMA3aX MONHCHO PACCMAMPUBAMb KAK G3AUMOCEA3bL MEAHCOY
603DACMOM, NOBPENCOCHUCM JIe2KUX, Ne20UHOU UHpeKyuel, aKmueHoCmvlo 3a60/e6anust u
conymemeylowumu 3a60ieeanuamu. Takum o6pazom, oyeHka npocHo3a O0ANCHA YHUMbIEANb
usmMeperue 6cex IMuUX KOMHOHEHMO8 KaK y oemeti, MAK U ) 83POCAbIX. AkmugHocmy 3a601e6anus

Jydue ececo oyeHusanv no 4acmome o6ocmpeHuﬁ u mAxicenvix o6ocmpel-mﬁ‘

Takum 06pazom, nayueHmovl ¢ 4acmviMu 0OOCMPEHUSMU, BbICOKOU CUMNMOMAMUYECKOU
Hazpyskot, bonee obuupHbim nopadcenuem nezkux (no oannuvim KT) u xponuueckoi ungpexyueti,
ocobenno evl36antol P. aeruginosa, AGNAIOMCA nayuermamu ¢ naubonee 6blCmpblM KIUHUYeCKUM
yxyowenuem [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)]

Becoma  eeposmno, umo nomumo akmopos, Aedlcawux 6 OCHOGe DMUOLOUU U
00CYHCOAEMBIX PUCKO8 CMepmu, Opyeue (Qaxkmopvl makyice MO2yn NOGIUAMb HA UCXOOb
OpOHX0IKMA308 'y Oemell: 00cmyn K MeOUYUHCKOMY 00cCayiucusanuio, ghgexmusiocms (u
cobniodenue) BMeuamenscme, Cmenetb maxcecmu OPOHX0IKMA306 NPU NEPEUYHOU NOCMAHOGKE
ouaznosa u coyuanvhwvie gakmoper [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).

Taxum 06pa30,w, PanHss ouaznocmuka u coomeemcemeyrowue emewamenbemeda mozym
usMeHums ecmecmeenHoe meuenue Oponxosxkmasog y demeti [Chalmers, J.D., Chang, A.B.,
Chotirmall, SH. e al. Bronchiectasiss 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
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adolescents with bronchiectasis. Eur Respir J 2021; in press
(https://doi.org/10.1183/13993003.02990-2020]

BeieHre maienTa ¢ mporpeccupoBaruem saGoresanms (53) mpenctapnero B mpmiokermn A3 [,'_', p ([Ms9]): B Mpunoxenne A3...? ]
o6 p ([U10]): A.IO. — ocraBuia mecto B
TIpHJIOKCHHH, HO TaGJT"L‘y HE CMOTJIa IIEPCHECTH — OHA
Pa3bE3KACTCA. ..
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OLIEHKA

YXyAlaowminca nauneHT

3HauMTE/IBHOE M NPOAO/IKUTENIBHOE YXYALIEHME CUMMTOMOB
YuyalueHne 060CTpeHUI UK X TAXKeCTH
YacTble rocnutanusauum

PaHHWI peumamnB nocne nedeHns o6ocTpeHui

BbICTPOE CHUMKEHWNE DYHKLMM NErKMX

1. O6ecneunTb NOHUMaHUe
naymMeHTom

6onesHmn
CaTypauma KUCI0pPOoaOoM
'AK npu HeobxoaumocTn

CnvpomeTpua u uccnegosaHme
lo6bema nierkmnx n rasoobmeHa

KT rpyaHoOM KNeTku (C KoHTpacTom,
eC/In NOLL03PEBAETCA IeroyHas
smb60mA)

3. Mpoussectn nepeoueHKy
natoreHoB

MokKpoTa C+S (pyTuHHasA
bakTepunonorua u KynbTypbl rpnubos)

3 06pasLa MOKpOThI 4N
MWKOBaKTepManbHOM KynbTypbl

ECN MOKPOTbI HET, pacCMOTPEeTb
BO3MOMHOCTb MHAYLMPOBAHHOW
MOKpOTbI v BAN

4. OnpeaennTb OCHOBHYIO NPUYMHY

OAK, IgE, IgE k acneprunnam, IgG Kk
acneprunnam gns HoBOro passuTUA
ABJIA

IgG, IgA 1 1gM 1 dyHKLMOHaNbHbIE
aHTUTeNa Ana NpoBepKM OTCyTCTBUA
HeobXx0AMMOCTU B 3aMeCTUTENbHOM
[repanuu Ig

MpoBepuTL, YTO ONpeseeHHble
5THoN0rMK BbINN UCKNIOYEHDI, B
uacTHocT MB, ABJ1A, T9PE, OBU,
BocnanutenbHble 3a6oneBaHWA
KuLweyHrKa

5. YuecTb conyTcTeylowme
3aboneBaHuA

DxOKapAMorpamma A1s OLEeHKU
byHKLUMKM NTK 1 nérouHoi
rnepreHsum

ONTUMMIALING

1. KnupeHc abixatenbHbIX
nyteu

YTOUHUTL coOTBETCTBUE

HanpasuTb K pu3noTepanesTy
018 yTOUHEeHMA ONTUMaNbHOTO
pesKMma +/—neroyHom
peabunutaumm

PaccmoTpeTb BO3MOXKHOCTb
MYKOAKTUBHOTO ne4yeHunAa

2. O60cTpeHus

Y6enuTbca, 4TO NaLmeHT
Nnosly4YaeT CBOEBPEeMEHHbIE 1
cooTBeTCByIOWME
QHTUBUOTUKM

MNpoBepuTb NPaBUIbHOCTb
NPOAO/IKUTENBHOCTM NpUemMa
QHTMOMOTMKOB

Y6eauTbea, UTo HET
NoKasaHui Ana BHYTPMBEHHOM
QHUTUBMOTUKOTEPaANUK

3. Kucnhopopg
HasHauutb LTOT, ecnn

[OANTbHEVLLEE BEAEHUE

/leunTb cornacHo
\YCTaHOBAEHHOW NPUYUHBI
060CTpeHun n
nporpeccupoBaHus 6onesHu,
ec/iM OHa 0bHapyKeHa

TeunTb conyTtcaytowue
3aboneBaHuA

PaccmoTpeTb BO3MOMXKHOCTb
BHYTPUBEHHOTO Kypca
QHTUBMOTUKOB
PaccmoTpute BO3MOXKHOCTb
npuema aHTMBMOTUKOB

[0 MTenbHoro aectaus (cm.
QNTOPUTM NIeYeHmns)
PaccmoTpeTb npu
HeobxogumocTn

LTOT+/—HMBN

Xupyprudeckoe
BMeLLaTeNbCTBO

TpaHcnnaHTaumIo

MannnaTtneHyo nomoLb

ORpeseAnToHa e 3aboAeBaHIA
HOCOBbIX Ma3yx U 3¢ HEKTUBHOCTb OT
neyeHuns

MckntounTtb /19 npu nogospeHun

RPVITEPAN COOTBETCTBYIOT
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CokpalyeHus:

['AK: rasbl apTepranbHOl KpoBu

KT: KomnbtoTepHas Tomorpadusn

J13: neroyHas ambonuma

BAJ1: 6pOHX0a1bBEONAPHDIN NaBaX

OAK: 061Kt aHanu3 Kposu

IgE: ummyHOrn06ynnH E

IgG: ummyHornobynmH G

ABJ1A: annepruyeckuii 6poHXoNeroYHbI acnuprunies
Ig: uMMmyHornobynnH

MB: mykosucunaos

'3PB ractpoasodareanbHas pedatokcHaa 6onesHb
OBMW 061wwmit BapuabenbHblit UMMyHO4EOULMT
JTK: neBbil kenyaoyek

LTOT: lonrocpoyHasn KUCNOpoaHana Tepanua
HWBJ1: HenHBa3nBHaA BEHTUNALMA NETKUX

!KpnTeplm OIICHKH KA4YeCTBAa 0Ka3aHHsI MeIUIMHCKOMN MMOMOIIH

Taﬁ.]'ll/llla 1- OpraHI/ISaHHOHHO-TeXHI/I‘IeCKI/Ie YCJIOBHS OKa3aHUs MeHHHHHCKOﬁ IIOMOIIIHU.

COoeurMain3upoBaHHas, B TOM YHCJIC BBICOKOTEXHOJIOIM1HasA,
MCIULHHCKas IIOMOIIb

By MeIUITMHCKOM OMOIIN

Bospacthas rpynna Jletn, B3pocible

YcmoBus oka3aHUsT METUIIMHCKOM
TTIOMOIITA CTaILIOHAPHO, B JHEBHOM CTallMOHApe, aMOyJIaTOPHO

dopma okazaHUs METUIIMHCKON
TIOMOLIU

IJIaHoBast

daza 3aboneBaHus, Ipyrue

Bue 3aBucumocTr
XapaKTEPUCTUKH (TIPH HATUYUH)

Ta6auuna 2 - [Kpmepml KAuecTBa OKA3aHUS MEIUIIMHCKON HOMomn\

NoE:

A p
npunoxkenue A3?

([U11]): Toxe Buaumo B

([U12]): B npunosxenue A 3?

Ne KpuTrepuii Ja Her

Brinonnena KOHCYJIbTallust BpauyoM-
IIyJIbMOHOJIOTOM

BerinonHeHa KoMIbIOTepHAs TOMOrpaduu
2 | opraHOB rpyJIHOH MOJOCTH (IIPH MOCTAHOBKE
JIMarHO3a)

BBINONHEHO 0aKTEPHOIOrHUECKOe
HCCIICI0BAaHNE MOKPOTHI (MHIyIHPOBAaHHOM
MOKPOTBI, TPaxeaJbHOTO aclupara,
opohapuHreaabHbIH Ma30K) C OTPEIeICHUEM
4YBCTBHUTEIBHOCTH BO3OYAUTENS K
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QHTUOMOTUKAMHU M APYTHUM JIEKAPCTBEHHBIM
npenaparam (eciu He ObLIO IPOBE/IEHO B
Te4eHHe Npe/ecTByomnero 1 roga
(MHHHMYM))

BBINOMHEHO  JIOTOTHUTENBHBIE HUCCIIEIOBAHUS
4 | s yTOYHEHHs 3THOJOTMH OPOHXO0IKTa30B (110
MOKA3aHHSIM)

BeinonHeHo ucciaenoBaHue GyHKIUU BHEIIHETO
5 | meixanus (IpH OTCYTCTBHHU HPOTHBOIIOKA3AHHIA)
nocie 6 yiet/ mpoba ¢ GPOHXOIUTHKOM

BeinosiHeHO HcclieoBaHUE Ta30B KpoBH W/AIu

6
IYJIbCOKCUMETPHS
[IpoBeneHa Tepanus aHTHOAKTEPHATBHBIMH
JICKApCTBEHHBIMU TIperiapaTamMu (Tipu
000CTPEHNHI XPOHUYECKOT'0 BOCHIATUTEIEHOTO
9 OPOHXOJICTOYHOTO MPOIIEcca COrIacHO

YyBCTBHUTEIILHOCTH BBISBICHHOTO BO30YANTES
WY aHAMHECTHYECKHM JAHHBIM O BO30yauTene
U €T0 YyBCTBUTEJILHOCTU M IIPU OTCYTCTBUU
MEJUIMHCKUX IPOTUBONOKA3aHHN)

BeinonHena OpoHX0CHa3MOIUTHYECKAs TePAITHst
10 | (npu Hanuuuu 0O6paTUMOI 0OCTPYKIMU HUKHUX
JIBIXaTENIbHBIX MyTell)

1 [MpoBenena kuHe3uTepanus (IPU  HATMYAH
MTOKa3aHWH U OTCYTCTBHH MTPOTHBOIOKA3aHHUI )

puinoxenne Al. CoctaB padoueil rpynnbl mo pa3padoTke M nepecMoTpy
KJIMHUYECKHX PeKOMeHAanMii
CocraB paboueit rpynnbl

Abammaze J.A. — K.M.H., Bpad ¢(yHKuHoHAIbHON quarHocTukn OI'AY «HMMULL 3n0poBbs merein»

Mumnszapasa Poccun, HKL] Ne2 ®I'BHY PHIIX um akan. b.B.IlerpoBckoro

Asnee C.H. — axamemux PAH, mpodeccop, A.M.H., 3aBemylomuil kadeapoil IIyTbMOHOIOTHI
Wucturyra Knuanueckoit Memununsr ®IAOY BO  «Ileppeiit MI'MY um. .M. CeuenoBa»
MunszapaBa Poccun; pykoBogutens kiauHudeckoro otaena ®I'BY «Hayuno-uccnenoBarenbckuit
UHCTUTYT IyJbMOHOJOrHM  DemepanbHOr0  MEIMKO-OMOJIOTHYECKOrO  areHTCTBa», — IJIABHBIM

BHEIITATHBIM CHELHAINCT MyabMOoHoI0r Mun3apasa Poccun

Aerucsin  JLP. — 1.M.H., BeAyluii Hay4HbIH COTPYAHHK JIaGOPaTOPUHM SIHIEMHOIOTHU

rocrutanbHelX HHpekuuii OI'BY «HaunoHanmbHBIH MCCIIETOBATEIbCKUI LEHTP SMHUAEMHOIOTHU H

MHUKpPOOHOJIOTMU UMEHH NoueTHOro akanaemuka H.®. amanen» Munzapasa Poccun
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Amenuna EJL - k.M.H. 3aBeyronias nabopatopueid Mykosucipnoza ®I'BY HUU TlynsmoHOMOrHH

®OMBA Poccun

AmnaeB J.X. — JOKTOp MEAUIMHCKUX Hayk, mpodeccop xadenpst mynsmononorun OO0
OI'BOY BO «Poccuiickuii HallMOHAIBHBIA HCCIIEN0BATENLCKUIA MEIMIIMHCKHIA YHUBEPCUTET

um. H.U. IMuporosa» M3 PO, Mocksa.

Bapanos A.A. - akan. PAH, npodeccop, n.M.H., modetnslii [Ipesunent Coro3a nexuarpos Poccun,
coBeTHUK pykoBoaurens HUW nenuarpun u oxpansl 310poBbs jgereit HKI Ne2 ®T'BHY PHIX um

akaz. b.B.IleTpoBckoro, IIaBHbII BHEIITATHBIN CieNUANUCT neauaTp Munsapasa Poccun

BoromouioBa T. C. — k.0.H., 3aBeayroutas HIJI MEKOIOrH4ecKOro MOHUTOPUHIa ¥ OUOJIOTHH IPHOOB,
noneHT Kadenpsl MeaunuHCcKoi Mukpoduoorun ®I'BOY BO "Cesepo-3amanHblii rocynapCTBEHHBIH

MeIuIMHCKUH yHuBepceuter umenu V.1, Meunukosa" Munsnpasa Poccun

Boropax A.E. — k.M.H., Bpau-myJabMOHOJOr oTaeneHus myiabmononornn HUKUW nenuatpum um.

akaziemuka lO.E. Bensrumesa ®I'AOY BO PHUMY um. H.U. ITuporosa Mun3sapasa Poccun

Bop3osa 0. B. — k.M.H., 3aBe/1y0l[asi MUKOJIOTHIECKON KIMHUKOMU, TOUCHT Kadeapbl MeAUIIMHCKO
mukpobuonorun PI'BOY BO "Cesepo-3anaHblii rocyJapcTBEHHbIH MEJUIIMHCKUA YHUBEPCUTET UM.

N.N.MeunukoBa Munsapasa Poccun

Bparnna E.E. — 1.6.1., crapmmii Hayunslit corpyaauk HUU ¢pu3nko-xumudeckoil Ouosoruu um. A.
H. bBenosepckoro ®I'BOY BO «MOCKOBCKMH TOCYlapCTBEHHBIH  YHUBEPCUTET UMEHH

M.B.JIomoHOCOBaY»

Bacuabesa H.B. —ipodeccop, 1.6.H., mupekrop HUM meanmuckoit mukonorun um. I1.H. Kaukuna,
3aB. kadenpoit Mmenuuunackoi Mukpoouonornn ®I'BOY BO "Ceepo-3anaaHslil rocyapcTBEHHBIH

MeIuIMHCKUI yHuBepceuter umenu V.M. Meunukoa" Munsnpasa Poccun

Bamaxkmamze H.J. - 1m.M.H., pykoBoauTens otrAena ophaHHBEIX OonesHel U NPOGMIAKTHKH
MHBaIMAM3Upytomux 3abonesannii HUW nenuatpun u oxpansl 310poBbs jaeteit HKI Ne2 ®I'BHY
PHIUX wum akag. B.B.IlerpoBckoro, mpodeccop kadenpbl (aKynbTeTCKOH MNenuaTpuu

neauarpudeckoro pakyisrera PI'AOY BO «PHUMY um. H .M. ITuporosa» Munsnpasa Poccun

Bummnesa E.A. - 1.M.H., 3aMecTuTenb pyKoBoaurens no Hayke HMM neguaTpuu 1 oXpaHbl 310pOBbs
nereir LIKB PAH, npodeccop xadenps! akyabTreTckoll NeAUaTPHH HEAUATPUIECKOro (akyabTeTa

OI'AOY BO «PHUMY um. H.U. TTuporosa» Munzapasa Poccuun

BoponkoBa A.FO. - Kk.M.H., BeAylIMi HAaydHBIH COTPYIHHK Hay4HO-KJIMHHUYECKOTO OTJIeNa
mykoBuciuao3a, PI'BHY «Menuko-reHeTuueckuii Hay4Hbslid HeHTp UM. akajgemuka H.IT Boukosay

Munoopuayku Poccun

I'em6unkas T.E. - npodeccop, A.M.H., pyKOBOJUTENb OTHENA TEPANEBTUYECKOH IMyJIbMOHOIOTHH
HUMU nynemononornn HKULL, ®I'BOY BO IICIIGI'MY umenn akagemuxka 1.11.1TaBnoBa Mun3npasa

Poccun.

I'opunoBa 10.B. - x.M.H., cTapmmii HaydHelli coTpynHuk OI'AY «HMMUII 310poBBst meTei»

Munzapasa Poccun
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Jaiixec H.A. — wr.-kopp. PAH, nmpodeccop, I.M.H., ITaBHEIH BHEIUTATHBIH OTOPHHOIAPHHTOJIOT
Munzapasa PO, pykoBogutens DenepanbHOro rocyAapcTBEHHOTO HaydyHO-KIMHUYeckoro LlenTtpa

oropunonapunronorun ®MBA Poccun

Hdexuny A. B. - k.M.H, 3am. aupektopa HUM antumukpoOHOW xumuorepanuu ['BOY BO

«CMOJIEHCKUH TOCyJapCTBEHHbIM MEUIIMHCKUH YHUBEPCUTET»

JpsikoBa C.D. — K.M.H., Bpad pyHKIMoHanpHOM auarnoctukn HUKU nexnuatpun M. akagemuka O E.
Bemstumesa ®I'AOY BO PHUMY um. H.U. IMuporosa, noment kadexnps! 'eHetnkn OomesHei
J(bIXaTeIbHOM CHCTeMbl IHCTHTYTa BEICIIEro U JOIOJIHUTEIBHOTO IPO(ECCHOHAIBHOT0 00pa30BaHuUs

OI'BHY"MIHIT"

JKypxosa H.B. - K.M.H., BeyIl1il Hay4yHbId COTPYIHUK, Bpay-reHeTuk HWUW mexnatpuu u oxpaHbl

3nopoBbst Aereit HKI] Ne2 ®I'BHY PHIIX um akan. b.B.ITerpoBckoro

3eipsinoB C.K. - mpodeccop, 1.M.H., 3aBeayromuii kadeapoit oOmiei 1 KIMHIIECKOH (apMaKoIoriy,

OI'BOY BIIO Poccuiickuii yHUBEPCUTET APY>KObI HAPOIOB

HnbenkoBa H. A. - mpodeccop, a.M.H., 3aBemyromas kadenpoit nerckux 6onesHeit ¢ kypcom 10
OI'BOY BO «KpacHospcKHil TocyIapCTBEHHbIH MeTUITMHCKUH yHUBepcuTeT uM. mpod. B.®. Boitno-

Scenenxoro» Munszapasa Poccun

JIsimuH A.B. - .M.H., TOUEHT Kadeapsl 00LIel ¥ KIMHUYECKOW MUKPOOHOJIOTUH, UMMYHOJIOTHH U

ayutepronoruu ®I'6OY BO CamI'MY Munsapasa Poccun

Musepuunkuii FO.J1. — npodeccop, 1.M.H., 3aBEAYOLIUI OTJEIOM XPOHHYECKUX BOCTIAIUTENBHBIX U
ajureprideckux Oonesneit nerkux HUKU nexuarpun nm. akanemuka 10.E. Bensrumesa ®I'TAOY BO
PHUMY um. H.W. [Tuporosa Munzapasa Poccuu, pykoBoaurens Beepoccuiickoro 1eTckoro HayqHo-
MPAKTHYECKOTO  ITyJbMOHOJOTHYECKOTO IIeHTPa, 3aciHyKCHHBIH paOOTHHK 3paBOOXPAHCHUS

Poccuiickoii denepanun

Bumnesa E.A. - 1.M.H., 3amecTtuTens pykoBoauTens no Hayke HUW nenuatpun u oxpaHsl 370pOBbs
nereii LIKB PAH, npodeccop kadenpbl GpakyIbTeTCKON MEIUaTpUM IEAUATPHICCKOTO (aKyJibTeTa
OI'AOY BO «PHUMY um. H.U. ITuporosa» Munzapasa Poccuun

I'emounxas T.E. - mpodeccop, O.M.H., pyKOBOAUTENb OT/AENA TEPAINEBTUYECKOH MyJIBMOHOIOTUH
HUM nynsmononorun HKUL, ®I'BOY BO IICII6IMY umenn akanemuka W.I1.ITaBnoBa Mun3npasa

Poccun.

[Haiixec H.A. — wri.-kopp. PAH, mpocdeccop, I.M.H., IJIaBHbI BHEIUTATHBIH OTOPHHOIAPHHIOIOT
Mumszpasa PO, pykoBogutens ®enepalbHOr0 rocyIapCTBEHHOTO HaydHO-KIMHHYecKoro lleHTpa

oropuHoiapunronorun ®MBA Poccun

3eipsiHoB C.K. - mpodeccop, 1.M.H., 3aBeAyoLInil kadenpoii o0LIei 1 KIMHUIECKO# (hapMaKoIoruy,

OI'BOY BIIO Poccuiickuii yHUBEpCUTET APY>KObI HAPOIOB

HnbenkoBa H. A. - mpodeccop, a.M.H., 3aBeayiomas kadenpoit nerckux 6onesHeit ¢ kypcom 10
OI'BOY BO «KpacHOsIpCKHIl TocyIapCTBEHHbIH MeUIIMHCKUH yHUBepcuTeT uM. mpod. B.®. BoitHo-

Scenenxoro» Munsapasa Poccun
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Ko3uos P.C., unen-koppecnionaent PAH, npodeccop, 1.M.H, pektop PI'EOY BO CT'MY Musnsapasa
Poccuu, I'naBHbli BHEIITAaTHBIN crienaniuct Mun3apasa Poccuy o KIMHUYECKOH MUKPOOHOIOTUU U

aHTHMHKPOOHOH pe3ucteHTHOCTH, [Ipesnnenr MAKMAX

Konaparenko O.B. — 1n.M.H., JIoueHT kKadenpsl oOmEeH M KIMHUYECKOH MHKPOOHOIOTHH,

nmmyHosoruu 1 amieprojorun ®I'EOY BO CamI'MY Munszapasa Poccun

Konppateesa E.M. - mnpodeccop, A.M.H, pPyKOBOJHUTENIb HAy4YHO-KIMHUYECKOTO OT/EiA
MYKOBHCIIMZI03a, 3aBeyomias kadenapoir ['eHeTnku OonesHeil apixaTenbHOW cucteMbl MHCTHTYyTA
BBICIIEr0 ¥ JONOJHHUTENBHOro mpodeccuoHansHoro obpazosannss OI'BHY "MI'HII"®I'BHY
«MenuKo-TeHeTUYeCKUi HayuHbli LeHTp uM. akagemuka H.I1 BoukoBa» MunoOphayku Poccuwu,

3amecrurens qupekropa 1o Hayke I'BY3 MO «HUKU nercrBa M3 MocKOBCKO 001acTh

KocTtiouenko M.B. - K.M.H., CTapIIHii HAYYHBIH COTPYJHUK OT/AENIA XPOHHYECKHX BOCHAIUTEIBHBIX U
amepruyeckux Oonesneit nerkux HUKU nenuarpun um. akagemuka FO.E. Benptuiesa ®T'AOY BO

PHUMY um. H.U. ITuporosa

KycroBa O.B. - Bpau-pentrenonor ®I'AY «HMUL] 3n0poBbst nereity Munsapasa Poccun

Kynes C.H. — akanemux PAH, npodeccop, x.m.H., [IpesuneHT Accormaniy MeJUINHCKIX TeHETUKOB
(AMT'), nupexrop ®I'BHY «Menuko-reHeTH4ecKuii Hay4yHblid LeHTp UM akanaemuka H.IT BoukoBay
MunoOpHayku Poccuu, riaBHBI BHEIITATHBIN CHEHUAINCT O MEAUIMHCKON reHeTHKe MUH3IpaBa

Poccun

JlapuonoBa E.E. — x.0.H., cTapiuii Hay4HbIil paboTHHK oTaena mMukpoduonornn GPI'BHY ITHUUT

Munszapasa Poccun

JIsimuH A.B. - 1.M.H., TOUEHT Kadeapsl o0Lmel ¥ KIMHUYECKOH MUKPOOHMOJIOTUH, UMMYHOJIOTHH U

amepronorun PI'6OY BO CamI'MY Munszapasa Poccun

Musepunnxunii FO.JI. — npodeccop, 1.M.H., 3aBEIYIONIHIT OTAEIOM XPOHHYECKHX BOCHATUTEIBHBIX U
amepruyeckux Oonesneit nerkux HUKU nenmarpun um. akagemuka FO.E. Benptuimesa ®T'’AOY BO
PHUMY um. H.U. [Tuporosa Munzapasa Poccun, pykoBoaurens Beepoccuiickoro 1eTckoro HayqHo-
IPAKTUYECKOTO  ITyJbMOHOJOTHYECKOTO LIEHTPa, 3acly)KEeHHbIH pabOTHHUK 3IpaBOOXPAHEHUs

Poccuiickoit ®eneparnyn

Hawma3zoBa-bapanosa JI.C. - akaa. PAH, npodeccop, 1.M.H., [Ipe3unent Coro3a neauatpos Pocenw;
pykoBoautens HUW nepmatpum u oxpansl 310poBbst aeteir HKI[ Ne2 ®T'BHY PHIX um akan.
b.B.IlerpoBckoro, 3aBeytonias kapenpoi hakyIbTeTCKON eAHaTPUH IIeHaTPHIECKOro (aKyIbTeTa
OI'AOY BO «PHUMY um. H.U. Iuporosa» Mun3zapaBa Poccuu, riaBHbIM BHEIITATHBIA NETCKUH

CHELHUATHUCT MO npodunakTudeckord meanimHe Mun3apasa Poccun

OgBcanknna E.C. —mpodeccop, I.M.H., PyKOBOJHUTEIb IETCKO-MOAPOCTKOBOro otaena OI'BHY

«enrpansubiit HUU TyGepkynesa», 3acinyxeHHblid Bpay PO

Omunaea H./I. - npodeccop, a.Mm.H., mupekrop 'BY3 MO «HUKU perctBa M3 MockoBcKoit

o0acTuy, rIaBHBIN eauatp MOCKOBCKOM 001acTH
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ManoBa JI.LB. — a.M.H., B.H.c. nercko-noxpoctkoBoro otaena PI'BHY «llentpansueiii HUU

TyOepKye3a»

MMamxoB A.B. — 1.M.H., 3aBelyIOUMH OTIEIOM OTOPHHOJAPUHIrOIOruM M cypaonorun HHWU

nexuarpun U oxpansl 370poBks nereit HKI No2 ®I'BHY PHIIX um akan. b.B.Ilerposckoro

MoasikoB A.B. - un.-xopp. PAH, npodeccop, 1.6.H., 3aB. 1a6. JJHK-auarnocruxu ®I'BHY MI'HL,
IJaBHBIA HayuHbl cotpyanuk yab. JJHK-muarnoctukn ®I'BHY MIHLI, 3aBexyromuii kadenpoii

MOJIEKYJISIpHOit reHeTrku U ononHdopmarnku UBu/II1IO ®T'BHY MI'HLI.

Hoasikop JI.II. — Kk.M.H.,, 3aBeAylOIIMH JETCKUM OTOPUHOJIAPHHIOJIOTHYECKUM OTICICHHEM
Benymmid HayuHblil coTpyaHuk ®I'BY HaumoHanbHBIH METUIIMHCKUI HCCIEIOBATENLCKUN LIEHTP
oropunonapunroioruu ®PMBA Poccun, nouent kadenpst otropusonapuaronorun OAINO OIAOY

BO PHUMY uwm. H.U.IIuporosa Munsnpasa Poccuu

CeanmssaHosa JL.P. - k.M.H., Benymuit HayuHsiii cotpyaauk HUM nexmarpun U oXpaHbl 310pOBbsI
nereit HKL Ne2 ®I'BHY PHIIX um akazn. b.B.IlerpoBckoro, noueHT kadenpbl neguaTpuu 1 AETCKOM
pesmaronorun ®PI'AOY «Ilepssrit MITMY um. I.M. CeuenoBa» Munzapasa Poccun (CeueHoBckumit
YHuBepcureT), T0LEHT kKadeapsl GpakyIbTeTCKOl neauaTpun neanatpudeckoro Gpakynerera IOV

BO «PHUMY um. H.U. ITuporosa» Munsnpasa Poccun

CoxosmmHa M.A. - K.M.H., foueHT Kadenpsl peHtreHosnornu u paauoioruun ®I'OY 110 PMAIIO
Munszapasa Poccuu, riaBHbIH BHEIITATHBINA crieNUAIUCT JydeBoi quarHocTuku ['BY3 «MockoBckmii
HAy4YHO-TIPAaKTUUECKHH IeHTp OopsOBl ¢ TyOepkymaezoM JI3M» r.MockBa, cTapmmii Hay9HBIH
corpyaauk I'bY3 «Hay4yHo-npakTHuecKuil KIMHUYECKUI LEHTP AMArHOCTUKHU U TeleMeIUIHHbI JI3

T.MOCKBBI

Cumonosa O.HU. - 1.M.H., 3aBetytomas myJibMoHonornuaeckuM oraenenuem GIAY « HMULL 3noposbs
nereity Mumsnpasa Poccun; mpodeccop kadenpsl mexuatpuu u aerckoil pemaronoruu OI'AOY

«IlepBblit MI'MYVY nm. .M. CeuenoBa» Munsnpasa Poccun (CeueHOBCKUIT Y HUBEPCUTET)

Cnepanckasi A.A. - I.M.H., npodeccop Kapeapbl PEHTTCHONOTHH H PATHalldOHHON MEIUIMHBI

OI'BOY BO IICIIOI'MY umenn akanemuka H.I1.ITanoBa Mun3apasa Poccuu

CyxopykoBa M. B. - x.M.H, Bpau-6axtepuonor ®I'AY HMMUI] melipoxupyprun um akagemun H H

bypaenko Munsapasa Poccun

®engoceenko M.B. - k.M.H., 3aBe/Iyromas OTAEIOM pa3padOTKH HAyYHBIX MOAXOJ0B K HMMYHH3ALUH
MALHEHTOB C OTKJIOHCHHUSMHU B COCTOSHUH 3[0POBbSI H XPOHHYECKUMHU OONE3HSIMH, Bpad-TIeAUaTp,
Beylid HayuHblit coTpyanuk HUW nenuarpun u oxpansl 310poBbs geteit HKL Ne2 ®I'BHY PHIIX
um akaj. b.B.IlerpoBckoro, moueHT Kadenpsl (aKyIbTETCKONH NeIUaTpHU MeIHaTPUUECKOTO

¢axynsrera PI'AOY BO «PHUMY um. H.U. ITnporosa» Munznpasa Poccun

®ypman E.I. — un.-xopp. PAH, npodeccop, n.M.H., 3aBexyrommuii kadenpoil ¢akynbTeTckoil 1

rocHuTadbHOU menuatpuu, npopekrop mno Hayke PI'BOY BO «Ilepmckuii rocynapcTBEHHBIN

MEIUIMHCKUI yHUBEpCcUTET uM. akagemuka E.A. Barnepa» Mun3zapasa Poccun
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Yepmenckmii A.I'. — k.M.H., crapmnii Hayunslii cotpyanuk HUW nynsmononorun HKULL, @TBOY

BO IICII6I'MY umenu akanemuxa W.I1.ITaBnosa Munzapasa Poccun

Yepuyxa M.IO. - 1.M.H., 3aBeayOIIHNi JabopaTopreii MOJIEKYISIPHOM MUIEMHOIOTHI
rocnutainbHeIX HHOeKImi OI'BY «HaumoHanbHbIN HCCIEA0BATENBCKUI LIEHTP SMUIEMHUOIOTHN 1

MHUKpPOOHOJIOTMH UMEHH o4eTHOro akajaemuka H.d. Tamanen» Munzapasa Poccun

Ila6eabuukoBa E.M. — x.M.H., Bpad KIMHHKO-IHAarHOCTHYECKOi nadopaTopun HUKU nenuarpun

um. akagemuka 10.E. Bensruiesa ®I'AOY BO PHUMY um. H.1. TTuporosa

Iaapuna B.B. - k.M.H., noueHT kadeaps! GakyapTeTcKol U rocnutanbHol neauarpun @I'BOY BO
«IlepMckuii rocyaapCcTBEHHbIH MEAMIIMHCKUIA YHUBEPCUTET M. akajeMuka E.A. Baruepa»

Munznpasa Poccun

Iepman B.JI. - KM.H., BeIymuid HaydHbIi COTPYJHHMK Hay4YHO-KJIMHMYECKOIO OTJena
MYKOBHCIIH/I03a, JIOLEHT Kadenpsl [ eHeTHKH Gose3Hel IbIXaTebHOI CHCTeMbl FIHCTHTYTa BRICIIIEro
U JIOTIOJHUTENBHOTO npodeccuonanbuoro odopazoBanus @PI'BHY «Menuko-reHeTHYeCKUil HayYHbIH

ueHtp uM. akagemuka H.IT boukoBay MunoOpHayku Poccun

\BaB. kadenpoit meauiHCcKoi Mukpoouonorun ®I'BOY BO "Cesepo-3amaaHblii rocy1apcTBEHHbIH

MeaMUMHCKUM yHuBepcuteT nMenn V.M. Meunnkosa" Mun3apasa Poccm»li
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Ipuioxenne A2. Meronosaorust paspadoTKki KIMHUYECKHUX PeKOMeHxanui

LlesieBasi ayiuTOPUS JAHHBIX KINHUYECKHX PEKOMEHIAINIA:

e Bpaun-mynasMoHONIOTH

e Bpauu-nenuarpst

e Bpauu oOuieii BpaueOHON NPaKTUKH (CeMEIHbIE Bpayuu)
e Bpauu -renetuku

e Bpauu- ajuieproaoru-uMMyHOJIOTY

e Bpauu-peBmarosnoru

e Bpauu-racTposHTEpOIOTH

e Bpaun- 3HTOCKOMHUCTHI

e Bpauu- peHTreHosnorn

e Bpaun GyHKIHOHATBHON TUATHOCTUKH
e CryzaeHTs MeauuHCKIX BY308B

e OO0yuaromuecs B OpANHATYPE U aCIUPAHTYpeE

Mertoapl, ncnoab3yeMble 1Jsi cOopa/celeKINU 10Ka3aTeJdbCTB: TTONCK B AJIEKTPOHHBIX

0a3ax JaHHBIX.

Onucanune METOA0B, HCNIOJIb30BAHHBIX /JIS1 OLIEHKHM KayecTBa M CHJIbI I0Ka3aTeJIbCTB.

JIOKa3aTeIbHOM 0a30i U1 peKOMEHAAIMiH SBIISIFOTCS IMyOauKaluy, Bome e B KoxpeiiHOBCKyI0

6ubnuorexy, 6a3sr qanusix EMBASE, MEDLINE u PubMed. I'my6una noucka - 8 ner.
MeToabl, HCIIOIL30BAHHBIE Ui OLEHKH KA4eCTBA H CHJIBI I0KA3aTeIbCTB:
®  KOHCEHCYC IKCIICpPTOB;
®  OIICHKA 3HAYMMOCTH B COOTBETCTBUH C PEHTHHTOBOM CXEMOI.
MeToabl, HCIIO/IB30BAHHbIE VTSI AHAJIN3A 10KA3aTEIbCTB!
e 0030pbI OIyOIIMKOBaHHBIX METa-aHAIN30B;
®  CHCTEeMaTHYecKHe 0030pbI C TAOIMIIAMH JOKA3aTEIbCTB.

Onucanue METOA0B, MCITOJIBb30BAHHBIX 1JISl AaHA/IM3A J0KA3aTEeJbCTB

IIpu otbope myOnaumkanuif, Kak HOTEHIUATbHBIX HMCTOYHHMKOB JOKA3aTENIbCTB,

HCIIOJIb30BaHHAsA B KaXXJI0M HUCCJIEJOBAHUU METOHOJIOIUs U3ydaeTCsa AJId TOro, 4TOOBI YGCI[I/ITBCX

B €€ BAJIMAHOCTH. PCSyJ’ILTaT HU3Yy4YCHHUSA BJIHACT Ha YPOBEHb J0Ka3aTCIIbCTB, HpI/ICBaI/IBaCMHﬁ

ny6m«u<au1/m, 4YTO B CBOIO OYE€PE/b, BJIUACT HA CUILY peKOMeHﬂaHHﬁ.
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Jns MUHUMH3AIMKA TOTEHIMATBHBIX OIIMOOK KaXI0E MCCICIOBAHUE OIICHUBAIOCH
He3aBUcUMO. JItoOble pasnuuus B OLIEHKaX OOCY)KAaJlUCh BCEH IpyNIoil aBTOPOB B IOJIHOM
cocrase. [Ipu HEBO3MOKHOCTH JOCTHKEHUS KOHCEHCYCa IPUBIIEKAJICS HE3aBHCUMBII SKCTIEPT.

Metoabl, HCHOJb30BaHHBbIEe IS (opMyIHpoBaHMSI peKOMeHJALUi: KOHCEHCYC
9KCIIEPTOB.

Hnaukaropsl 1o6pokavecTennoi npaktuku (Good Practice Points— GPPs)

Pexomennyemass n00poKauecTBEHHAs NPAKTHKAa 0asuUpyeTcs Ha KIMHUYECKOM OIIBITE
aBTOPOB Pa3pabOTaHHBIX PEKOMEHIAIM.

IKOHOMHMYECKHIT aHATH3

AHanmu3 CTOMMOCTH HE MPOBOAWICA M NyONMKaUuK 1O (apMakOIKOHOMUKE He
AQHATN3NPOBAJINCE.

MeToa BaIHAALUU PEeKOMEHal Ui

° BHemHss OKCIICpPTHAs OLICHKA.

e BHyTpeHHsIq dKcIiepTHas OIEHKa.

Onucanue MeTOA BAIHJALUU PEKOMEHIalMii

HaCTOHH.IHe peKoOMEeHJaluu B HpeJIBapHTeHLHOﬁ BEpcUu OBLITH PEUCH3UPOBAHbI
HE3aBUCUMBIMH JKCIIEPTAMH, KOTOPBIX, IPEXKIE BCEro, IONPOCHIN INPOKOMMEHTUPOBATS,
HACKOJBKO JOCTYNHA Ui HNOHMMAaHMs UHTEpIpeTalys IOKa3aTelIbCTB, JeXalllas B OCHOBE
peKOMeHaanuni.

Ot Bpaueil IepBUYHOIO 3B€HA (IIyJIbMOHOJOTOB) MOTYyYEHBI KOMMEHTAPUU B OTHOIICHUU
JIOXOJYMBOCTH U3J103KEHHS JJAHHBIX PEKOMEH AU, a TaKKe UX OLIEHKa BaKHOCTH IIPe/araeMbIX
pEKOMEHaMMI, KaK HHCTPYMEHTA [TOBCEIHEBHON NTPAKTHKU.

Bcee KOMMEHTAapuH, MOJMYYECHHBIE OT OJKCHOEPTOB, THIATEIIBHO CUCTEMATU3HUPOBAIINCHL U
oOcyxJanuch wieHaMu pabodell rpynmbl (aBTopamMH pexoMeHnauuii). Kaxnaplii myHKT
o0cyKIancs B OTACIBHOCTH.

KOHCyJ'l])Talll/lﬂ N IKCICPTHASA OLICHKA

IIpoexT pexoMeHIaLui ObLI pelleH3UPOBAaH HE3aBUCHMBIMU dKCIIEPTaMU, KOTOPBIX, IPEXKIE
BCEro, IONPOCWIM HPOKOMMEHTUPOBATh JOXOJYMBOCT U TOYHOCTh HHTEPIPETALHU
JIOKa3aTeNbHON 0a3bl, JexaInel B OCHOBE PeKOMEHAAIUH.

PaGouas rpynna

Jlns OKOHUYAaTeTbHOW pelaKkIiM M KOHTPONS KadecTBa PEeKOMEHIAIMH OBUIM MOBTOPHO
IIpOaHaAJIM3UPOBAaHbl YJICHAMU pa60qel71 Tpyniibl, KOTOPBIC MNPUIUINM K 3aKJIKYCHHUIO, YTO BCE
3aM€YaHus 1 KOMMEHTApUU SKCIEPTOB NPUHATHL BO BHUMAHUE, PUCK CUCTEMATHICCKUX OIIHOOK

HPH pa3paboTKe PEeKOMEHAANNI CBeIeH K MUHAMYMY.
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AKTyaﬂmamm JAHHBIX KIIHHUYCCKHX peKOMel—[HaHHﬁ 6y)]eT NMPOBOAUTLCH HE pPeEkKe, HeEM

O/IMH pa3 B TPH Io/ia U He 4Yaile, 4eM 1 pa3 B 6 mecsine. IIpnHsiTHe pemeHnst 06 00HOBIEHHH

Oyaer

NPUHATO HAa OCHOBAHUH npenﬂomeﬂm‘/i, NpeaACTaBJICHHbIX MEAUIUHCKUMU

l'lpO(l)eccl/IOHaJ'[bH])lMl/l HEKOMMEPYECKUMH OpraHusanusMi ¢ y‘léTOM pe3yjabTaToB

KOMILIEKCHOH OIeHKH JIEKAPCTBEHHBIX IIpenapaTroB, MEAUIMHCKHX l/l3Z[e.]'IHI7[, a TaKxKe

Pe3yIbTaTOB KIMHUYECKOH anmpodanun.

Tabmuna 1. Illkana oueHkH ypoBHeH moctoBepHocTH nokazarenbetB (YJI) ams meromos

JUATrHOCTHUKH (ZII/IaI‘HOCTH‘{eCKI/IX BMCHJaTCIIBCTB)

ppanit

Pacummdposka

1

Cucremaruueckue 0030pbl HCCIEJOBAHUN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM HIIH
CHCTeMaTHYeCKHiH 0030p pPaHIOMH3HMPOBAHHBIX KIMHHYECKUX HCCIEIOBAaHUN C

NPUMCHCHNUEM METa-aHaJIn3a

OTI[GJ'ILHLIC HCCIICAOBAHUSA C KOHTPOJIEM ped[')epeHCHI)IM MCTOJOM HJIU OTHACJIIBHBIC
PaHOOMU3HUPOBAHHBIC KIMHUYECKUE HCCICIAOBAHUA HW CUCTEMAaTUYCCKUC 0630p1>1
HCCIIeI0BaHU I 100010 z[maiz'ma, 3a HUCKIIIOYCHUEM PaHAOMU3HUPOBAHHBIX

KIIMHUYCCKUX I/ICCJ'IGL[OBaHI/Iﬁ, C IPUMEHCHHWEM METa-aHaIn3a

I/ICCJICILOBaHHSI 0e3 NOCJICAOBATCIIBHOI'O  KOHTPOJIA pC(l)CpCHCHBIM METOAOM HJIN
HUCCIICa0BaHUsA C pﬁ(l)epeHCHLIM MCTOJIOM, HE€ ABJIAIOOIUMCA HE3aBUCHMBIM OT
HCCIEAYyEMOIro METOAAa UJIM HEPAHAOMU3UPOBAHHBIE CPABHUTEIILHBIE UCCIIENOBaHNUs, B

TOM YHCJIE KOI'OPTHBIE NCCIICIOBAHUL

HCCpaBHI/ITeHLHLIe UCCJIICAOBAHMS, ONTUCAHNUEC KIIMHUYECKOTO Ci1yvast

HMeercs auib 000CHOBAaHUE MEXaHU3Ma NIEUCTBUS WJIM MHCHUE OKCIIEPTOB

Tabmuna 2. Illkana oueHkH ypoBHeW moctoBepHocTH AokazarensctB (YJI) ams metomos

npoUIAKTHKY, JEYCHUS U peadmiuTanny (IpoQuIaKTHIeCKuX, JeYeOHBIX, peabHIHTallHOHHBIX

BMEIIATEIBCTB)

Y | Pactumdposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHeHnem Mera-aHanu3a

2 Otnenpubie PKM u cucrematuyeckne 0030pbI HCCIIEOBaHUM JIOOOrO au3aiiHa, 3a
uckmouenuem PKU, ¢ npumenennem MeTa-aHanm3a

3 HepanmoMu3npoBaHHBIC — CPAaBHHUTEIbHBIC  HCCICIOBAaHHSA, B T.4. KOTOPTHEIC
HCCITEIOBAHUS

4 HecpaBHuTenpHbIe HCCaeI0BaHMS, OMICAHNE KIMHUYECKOTO CIIyYasi U CEPHU CITy4aeB,

HCCIICI0OBaHUA ((CJ'[y‘{afI-KOHTpOJ'IL»
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Hmeercs numis 000CHOBaHHE MEXaHHM3Ma JCHCTBUS BMEIIATEIbCTBA (ILOKJ'II/IHI/I‘ISCKI/IC

I/ICCJ'IGI[OBEIHI/ISI) WU MHCHUE JKCIIEPTOB

Tabmuma 3. llIkana oneHku ypoBHeH ybOemurenbHOCTH pekomeHpanuii (YVYP) mis meromos

NpO(QUIAKTHKY,  AWArHOCTHKH,  JledeHHs u  peabmnmuramuu  (TPOQUIAKTHYECKNUX,

JUArHOCTUYCCKHUX, neqe6m,1x, pea6I/IJII/ITaI_II/IOHHLIX BMCH.IaTeJ'IBCTB)

YVyP

Pacudposka

A

CunpHas pexkoMeHpaalus (Bce paccMaTpuBaeMble KpUTepUH 3(h(EKTHBHOCTU
(McXofpl) SBISIOTCS BAXHBIMH, BCE HCCIENOBaHUS HMMEIOT BBICOKOE MWIIH
YIOBIETBOPUTEIBHOE  METOJOJIOTHMYECKOE  KauecTBO, WX  BBIBOABI IO

HHTEPECYIOIIM HCXOaM SBIISIOTCS COITTACOBAHHBIMU)

VYcaoBHas pekoMeHaus (He Bce paccMaTpUBaeMble KpUTEPUH 3G EeKTHBHOCTH
(ucxompl) ABIAIOTCS BaXKHBIMU, HE BCE HCCIECJOBAHHUS HMEIOT BBICOKOE HIIH
YIIOBJIETBOPHTEIFHOE METOJIOJNIOTHYECKOe KadeCTBO W/MIIM WX BBIBOABI IO

HUHTEPECYIOIINM UCXO0JaM HE SABJISIFOTCS COFJTaCOBaHHLIMH)

Crnabast pekoMeHIanus (OTCyTCTBHE T0Ka3aTENbCTB HAUIEKAIIETO KadecTBa (Bce
paccMaTpuBaeMble KpUTEPHUH 3(DPEKTHBHOCTHU (MCXOJIBI) ABIAIOTCS HEBAXKHBIMH,
BCE UCCIICJOBAHUS UMEIOT HU3KOE METOA0I0TMYECKOe KayeCTBO U UX BBIBOJBI IO

HUHTEPECYIOIINM UCXO0JaM HE SABJISIOTCS COFJ'IaCOBaHHbIMI/I)
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[puinoxenne A3. CBsi3aHHbIE JOKYMEHTBI

1

IIpuka3 Munsnpasa Poccun ot 21 ampens 2022 1. Ne 2741 «O06 yTBEepKICHUH MOPAAKa
OKa3aHUS MEAULMHCKON IOMOLIY MAlEHTaM C BPOXKICHHBIMU U (UJIH) HAaclIeICTBEHHBIMU
3a00J1eBaHUAMUY.

IIpuka3 Munsapasa Poccun (Munncrepetso 3apaBooxpanerus Pd) ot 24 nosops 2021
r. Ne1094n «O6 ytBepxaenun Ilopsnka Ha3HaUSHUs JIEKAPCTBEHHBIX IIpenaparoB, GopM
pelenTypHbIX OJIaHKOB Ha JIeKapcTBeHHbIe Ipenapartsl, [Topsaka ohopMIeHns yKa3aHHbIX
0TaHKOB, MX ydeTa M XpaHeHHUs, GOpM OIaHKOB PEIENTOB, COACPKAIMX Ha3HAuUCHHE
HApKOTHYECKUX CPEACTB WM ICHXOTPONHBIX BEIIecTB, [lopsaka WX H3rOTOBICHHS,
pacmpezeneHus, perucTpaliy, yieTa U XpaHeHus, a Taxoke [1pasun opopminenus 61aHKoB
PELIENTOB, B TOM YHCIIE B ()OPME DIEKTPOHHBIX JTOKYMEHTOBY»

MexnyHaponHast Kiaccupukanusi Ooie3Heil, TpaBM W COCTOSHUH, BIHMSIOIINX Ha
3nopoBbe (MKB — 10);

IIpuka3 M3 P® ot 20 nexabps 2012r. Ne 1183 «OO6 yTBepKIeHHH HOMEHKIATYpHI
JIOJDKHOCTEH MEIMIIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX paOOTHUKOBY.

[Mpuka3z M3 P® or 23 utons 2010 r. Ne 5411, Enunbiii kBaiu(HUKaHOHHbIH CIIPAaBOYHUK
JIOJDKHOCTEH pyKOBOIHTENEH, CICNUAINCTOB M CIyKaluX, pasaen KsaanpukaoHHbIe
XapaKTePUCTHKHU JOJDKHOCTEH pabOTHHUKOB B chepe 3apaBOOXPaHCHHSL.

Denepanbhblii 3aK0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHUM U3MEHEHHH B cTaThio 40
®enepanbHoro 3akoHa "OO 00s3aTeNbHOM MEIUIIMHCKOM cTpaxoBaHuM B Poccuiickoit
Odenepannu" u Denepanbubiii 3akoH "OO OCHOBaX OXpaHbl 3I0POBbS TPaXKIaH B
Poccntickoit @enepannn Mo BOmpocaM KIHHUIECKUX PEKOMEHIAIINI).

IIpuka3 MunzapaBa Poccun Ne 1031 ot 28.02.2019 r. «O0 yTBepKICHUHM MOpsIKa U
CPOKOB Pa3pa0OTKH KIMHUYECKHX PEKOMEHJAlMUil, UX HepecMOTpa, THIOBOH (GopMbl
KIMHUYECKUX PEeKOMEHJAUuid M TpeOOBaHMH K MX CTPYKTYpe, COCTaBy M Hay4dyHOH
000CHOBAaHHOCTH, BKJIIOYAEMOI1 B KIIMHUYECKUE PEKOMEHIaH HHPOPMALHI.

IIpuka3 Munsnpasa Poccun ot 13.10.2017 Ne 804n "OG6 yTBepKIEHHN HOMEHKIATYPHI
MEIUIMHCKHUX ycuyr".

Ilpuxa3 MunsgpaBa PD or 21.03.2003 Ne 109 «O coBepIIeHCTBOBAaHUU
IPOTUBOTYOEpKYIe3HbIX MeponpusTuii B Poccuiickort denepariuimy

Mpumepbl GOpMyNUPOBKU AUArHO30B:

a. bpomnxoskmaszua: IIneeMockiepo3 u OPOHX0IKMA3bI HUNCHEU OOAU 168020 ESKO20
U A3bIYKOBbIX CE2MEHMO8 GepXHell 001U 1e6020 N1é2ko2o. IIneemocknepos u
oponxosxkmazel S1,2,6 npasoeo nézkoeo. Bozoywmas nonocme S1,2 npagozo
aéeroeo. Xponuueckuii ougp@ysuviii 6pouxum. [Joixamenvras HedOCMAamo4HoCnb

2 cm.

b. Bpoowcoennwiii nopox passumus 6ponxos (Cunopom Bunvsmca-Komnbenna).

Pacnpocmpanennvie 6arionupyowue 6pOHX0IKmMazvl 0060ux 1eekux. Xponuveckui
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obcmpykmueHolli  Opouxum.  IHotmbill  9HOOOpoHxum.  [lvixamenvuas
He0oCmamoyHoCmy 2 cmenexu.

C. [llepsuunas yunuapnas ouckunesus. bpowxosxkmazvl S4,5 npagozo neckoeo.
Jleyxcmoponnuii enotnblil 9H000pouxum. [vixamenvuas nedocmamounocmy I-11
cmenetu.

d. Bpoowoennvlii  nopox  pazeumusi  GPOHX08:  pACHPOCMPAHEHHbBIE — YUAUHOPUUECKUE
GPOHXOOKMA3bl 6 GEPXHUX U HUNCHUX omoenax naézkux. Pacwupenue eepxmedonesozo u
HUdICHEeO01e6020 bpoHxa ciesa; pacuiupenue S1+2. Jlobasounviii OpoHx HUdMCHel 00U 1e6020
Jqeekoeo.  Xponuueckuti  6powxum.  Bpowxoobcmpykueneit  cunopom.  [vixamenvhas

Hedocmamounocms 2 cm.
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Mpunoxenue A3.1 'unoTe3a maToreHe3a GPOHX03IKTA30B («MOPOYHBII
KpPYyI»).

MporpeccupoBaHne BocnaneHus

— ~

<
Ve \\
£ N\

// MospescdeHue N /
// OdbIxamesnbHbIX \\
I’ nymedi \|
| ecnedcmeue I'
\  socrianenus

BocnaneHue

[P A
l
|
\
\

3.C|,Op0BII:Ie
apyLueHue MyKo-
AbiXxaTenbHble LMnMapHoro

nyTum [ KnupeHca

Mukpo6GHas
KONOHM3auus|

OcBo6oxaeHne

MUKpOOpraHu3moB hakTopoB
HapyweHnue WHIMGMpOBaHUs
HOpManbHon MyKOLIMNaapHoro
ANMMUHaLMK KnmpeHca
MUKpPOOpraHu3

MoB

Ctumynaums
ceKpeLuu cnusm

Cxema. «Ilopounslii KpyT» - TUIIOTE3a HaTOreHe3a OPOHXO3KTa30B.
[C usmenennsmu Cole PJ. Inflammation: atwo-edged sword--the model of bronchiectasis.
Eur JRespir Dis Suppl. 1986;147:6-15. PMID: 3533593].
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Mpunoxenue A3.2

1. Busyanuzanus B9

C

Pucynoxk 1. bannonupyromue B2 npu cunapome Bunesamca-Kamnbenna

pse

Pucynok 2. BD npu anmneprudeckoM GpOHXOJICTOYHOM acTIepriiuie3e
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Pucynox 3. Hunuuapudeckue b3 u maeBMockiepos mpu I,

Pucynok 4. Memoruarsie b npn MmykoBucmmose.

Pucynoxk 5. Beperenoo6pasusie b3.
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Pucynok 6. Bapuko3sseie BD npu MyKkoBHCIHI03€.

[

Pucynoxk 7. IToctBocnanurensubie b3.

2. Tunwt u nyueevie nammepuvt b 6 3aeucumocmu om MexaHuImMos ux
603HUKHOBEHUSL.

[{umuHapuyeckre — paBHOMEPHOE pacIIMpEeHHe MpocBeTa OpoHxa

MemotdaTbie — MEIIOTYATOE PACIIUPEHUE TPOCBETa OpOoHXa

BapukosHble — HepaBHOMEPHOE pacIIMpEeHHe MPOocBeTa OpOHXa

TpakuuoHHBIE — pacIIMpeHHe IPOCBETa OpOHXA, CBA3aHHOE C W3MCHEHHSMH B
OKPY’KaIOIIEH JIeTOYHON TKaHU
2.1. B3, ceéazanHble ¢ HapyuieHUeM 6b16e0CHUA MOKPOMbL U3 OPOHXA:

Ipuuyuna:  usmeneHue  peonocuu  MOKpOmMbl  (MYKOSUCYUOO3,  Oeuyum  ol-
AHMUMPUNCUHA), Hapyuwenue pabomvl PecHUmYamozo annapama (NepeuyHas YuIuapHas
ouckumesus), deghexm xpsuegot cmenku (cunopom Bunvsimca-Kamnbenna).
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Knunuueckas KapmuHha — C ()emcmea, aﬂumeﬂbl—lo, 60]1H006pa3Hbl@ eocnajiumeslbHbvle

npossnenus: cyogedpunbhas memnepamypa, Kaulens ¢ MOKpOmoll, OMcmaganue 6 pazeumuu.

K'omnblomepuo-mwuozpadmltecmm CeMUOMUKA UBMEHEHUA 6ponxoe:

NpOsIGIEHUsL IKCYOAMUBHO20 (UHPDEKYUOHHO20) OPOHXUOIUMA — YMOTWEHUe CMEHOK
OpoHX08 (CUMNMOM (Denbco8y), 3anoaneHue NPoceema Meikux OpoHxoe u 6poHXuON
moxkpomoi ¢ obpazosanuem  KT-xapmumnel  «Oepesa 8  nouxaxy, Haaudue
HU3KONIOMHOCIHBIX YeHMPUIo6yiaprelx ouaeos, Y, V — obpasneix cmpykmyp 6
cybniespanbHbix omoenax (3anonHenue Hympuo0IbK060U 6POHXUOIbL MOKPOMOLL)
nposienenus  depopmupyrowe2o 6ponxuma u  Ooegpopmupyloweco OpoHxuoIUma —
HepasHoMepHoe Ymonujenue cmeHok OPOHXO08 (CUMNMOM «penbCo8y), HepasHOMepHoe
pacwupenue ux npoceema npu cpagHenuu C npunedcawjeil  apmepueti (CUMNIMOM
«nevamkuy), OUBEPMUKYIbl CMEeHOK KPYNHbIX OPOHX08 U mpaxeu

OponxodKmasl, OPOHXUONOIKMAZLL (YUAUHOPUYECKUe, Meuwomyamble) — 3HauumenbHoe
pacwiupenue npoceema OpoOHX08, 3aNOIHEHUe uxX MOKPOMOU (ciusucmeie NpoOKU —
HU3KONAOMHOCHHbIE U BbICOKONTIOMHOCMHbLE 30 CYem BbICOKOOETK0BO20 COOEPIHCUMO20,

UHO20a - C HATUYUEM YPOGBH: .’)ICM()KOCmM), 6p0qu0ﬂ03Kma3bl «cyxuey u 3anojiHeHnble

HOdeICC‘HME 6p0Hx08 6 BEPXHUX omoenax A61Aemcs Ramo2HOMOHUYHBIM NPUSHAKOM (pMC.

1).

~

— A
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X

Puc. 1. Komnviomepno-momozpaguueckas ceMuomuka usmenenus OpoHxos npu MyKo8UCyuoose
(a, 0,8 2 0,e 01 3).
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2.2. B3, ceazannvie c nogviuieHueM 0aeneHus 6 Oponxe:

Jokansnuwte. [puuuna: popmuposarnue K1anaHHo20 MeXaHU3MAa (AHOMATUN PA3GUMUSL
OpoHXO0Ne20UHOll cucmembl, C6A3AHHbBIE C ampe3ueii GPOHXA, YACMO COUemalmca ¢ Opyzumu
NPOAGNEHUAMU: AHOMANUU PA3GUMUA COCYOOE — ZUNONNA3UA @emeell 1e204HOoll apmepul,
GHYMPUNIC20UHAA CEKBECMPAUUA; AHOMAIUU J1€204HOU MKAHU — KUCHIAOEHOMAMOUOHAA
Mmanvhopmayus).

Knunuueckas xapmuna — modcem npomexkamv 0e3 KIUHUYECKOU CUMNIMOMAMUKU,
MaHugecmupyem 6 MOMeHM NPUCOEOUHEHUs] UHPEKYUOHHO20 npoyecca.
Komnviomepno-momozpagpuueckas cemuomura usmenenusn oGpouxoe:

o Anomanvnas nepecmpoura 1e204HOU MKAHU — 8030YXO0- U HCUOKOCMb- codepircauyue
Kucmol, pubposnvle usMeHenus, Ad0eHOMAMOUOHble YUACHKU (KOHCOTUOAYUsL)

o Ampesus 6ponxo6

o [Iposienenusi OPOHXUANLHOU 0OCMPYKYUU (HEPABHOMEPHOCHb GEHMUIAYUU Ne20UHOU
MKAHU, «8030YUIHbLE TOBYUIKUY NPU UCCTE008AHUU (HA 8b100XEN) — BNIOMb 00 NPOSAGIEHUL
KOHCIMPUKMUBHO20 OPOHXUOIUMA

o Anomanuu cocy0os (apmepuo-geHosHvie hucmyivl, AHOMALbHBIUL OPEHAIC Ne2OUHbIX GEH,

abeppanmuvle apmepuanbhvle cocyobl, SUNONIA3US 8emeell 1e20UHOU apmepuit)

®  Yacmoe npucoedunenue uHGeKyuoHHbIX npoyeccos (puc. 2).
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3

Puc. 2. Kucragenomarouanas manbdopmanus (a, 0). BHyTpunerouynas cekBectpauusi (B, T).
COXHBIH TOPOK pa3BUTHUS MPABOTO JIETKOTO C arpe3ueil OpOHXa W aHOMAIBHBIM JIPEHAKOM

JIETOYHBIX BEH (11, €, K, 3).

2.3. BY nocmeupycuvie, peakuyus MmpanCnIAHMAM-XO03AUH NPU Hepecaoke
KOCIHO020 M032a U 0P2AHO8.
Knunuueckas kapmuna — 5KCnupamophas 00bluKa (61i1oms 00 00bIUKU 8 NOKOE).

Komnviomepno-momozpaguueckas cemuomuka usmeHeHus OpoHxoe:
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. Omcymcmeue uzmerenutl, 160 MUHUMATbHbIE NPOSIGLEHUsL NPU PEHM2eHO2Papuu.
. Ipu KT — gvipasicennvie nposgienuss GpOHXUANLHOU 06CMPYKYuu npu npogeoeHuu
UCCTe008AHUSL «HA BOOXEY, YCUNUBAIOWUECS NPU NPOBEOEHUU UCCTE008AHUSL «(HA BbLOOXEN.
. Dopmuposanue Heobpamumvlx usMeHeHUll - yMeHblenue ouamempa Oponxa u
cocyoa 80 830yMoM YYacmKe J1e2Ko20, CMOUKOCIb USMEHEHUIl, OMCYMCmeue UsMeHeHUs.
KT-kapmuner nocne ucnonv3oeanus 6poHxo0unamamopos.

. Dopmuposanue OPOHX0- U GPOHXUOLOIKMAZ08

. KT-npusnaxu ne2ounoll eunepmeHsuu (pacwupetie npasvix noiocmeil cepoya,
CMeoNa U KPYNHLIX 8emeell le2ouHoll apmepuu, ckavok kaauopa) [H M Yoon et a «Post-
infectious bronchiolitis obliterans in children: CT features that predict responsiveness to
pulse methylprednisolone» Br JRadiol. May 2015/ (puc. 3).

-’—_——‘——'

¥l

Puc. 3. bonvnaa I'., 1973 2.p. (46 1.) Obaumepupyrowuii 6porxuoium (nocmeupycHwiii) (a, 6, 8).

ugppysnvie: opouxuanvnas acmma (bA).
Knunuueckan kapmuna — sKcnupamopnas 00blKa (6n10ms 00 00bLUUKU 6 NOKOe) 80 8peMs
npucmyna.
Komnviomepno-momozpagpuueckan cemuomuxa usmenenus 6ponxos:
o Buipadicennvle  NposigleHusi  OPOHXUANbHOU — OOCMPYKYuU  npu — npoeedeHul
UCCIeO008AHUSL «HA BOOXe», YCUNUBAIOWUECS NPU NPOBEOCHUU UCCILe008AHUS «HA

8bL00XEN.
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o Dopmuposanue YUTUHOPUHECKUX, MEUOMYAMBIX OPOHXO- U OPOHXUONOIKMA308 (PUcC.

4)

~

Y <Y

2\

8

N

b

Puc. 4. Bonvnas O., 451. BA (a, 6, 6).
Jupghysnvie: nocreocmeusn nepenecennoii oponxonezounoii oucniasuu (bJI1).
Knunuueckas kapmuna — skcnupamopnas 00biuika (8n1oms 00 0O0bLUMKU 6 NOKOoe),
nepuoouieckue 060cmpeHus.
Komnviomepno-momozpaguueckan cemuomuka usmenenus o6ponxos:
®  Buipasicennvie  npoaeneHus  OPOHXUANBHOU — OOCMPYKYuu  npu  nposeoeHuu
UCCTIE006AHUSL «HA 600Xe», YCUTUBANWUECSs NPU NPOBeOeHUU UCCLe008AHUS (HA
8blOOXEN.
o Dopmuposanue YuruHOPU4ECKUX OPOHXO0- U OPOHXUOIOIKMAZ08
o [lepehopmamuposanue 00veMo8 1e2Kux (YMeHvuenue o6vema HUMNCHUX 00ael Co
cOnudCeHUeM 6POHXOCOCYOUCTNO20 NYUKA)
e Bozdyxocodepoicawue kucmul (nHesmamoyeine)
o Dugpuzema (6 mom yucie uHMepCUYUAIbHAsL IMPuUzema)

o Qubposuble msdicu 6 epxHux omoenax (bandwl) (puc. 5)

a 6

Puc. 5. Bonvnasn JI., 131., nociedcmeusn bJIJ (a, 6).
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Jugppysnvie: annepzuueckuii 6poxonezounslii acnepzuines.

Knunuueckaa xapmuna — skcnupamopnasi 00vluKa (6n10mes 00 0O0bIMKU 6 NOKOoe),

nepuooudeckue 060CmpeHus.

Komnbmmepuo-momozpa¢uuecxa}l CEMUOMUKA UBMEHEHUA 6ponx08:

Buipasicennvie  nposenenus  OpOHXUQNBHOU — OOCMpYKyuu  npu  nposedeHuu
UCCNIeO06AHUSL «HA 600Xe», YCUMUSANWUECS NPU NPOBEOeHUU UCCLe008AHUS (HA

8bL0OXEN.

Dopmuposanue YurUHOPUHECKUX, MEUOMUAMBIX OPOHXO- U OPOHXUOTIOIKMA308 (PUc.

a

6)
‘6 k

Puc. 6. Bonvnas C., 60 1. ABJIA (a, 6, 8).

udghghysnvie: xponuueckan o6cmpykmugnasn 6one3ns neckux XObJI.

Knunuyeckas kapmuna — skcnupamopnas oovluka (6n1oms 00 00bluKU 6 nokoe). Y

nayuenmos ¢ XOBJI ¢ conymcmeyowei 6poHx0IKmazuett. 00Hapyscusaemcs OmKauIueanue

b601bUWO020 KOAUYECm8da cekpemad, bonee wacmole u bonee msdcenvie oﬁocmpenu;l, yxy()meuue

d)yl-muuu J1ecKux, bonee 6viCOKUL YPOBEHb 60CNANUMENIBHbIX MAPKEPO8 6 niaime Kpoeu u bonee

uacmasi KOJIoHuzayust NROMeHYuailbHo namocennblx MUKpOOpeaHu3Imos u Pseudomonas aeruginosa

K'omnblomepuo-momozpa¢ultecmm CEMUOMUKA UBMEHECHUA 6ponxoe:

Ilposenenus Oeghopmupyroweco Oponxuma - cabneguoHas oegopmayusi mpaxeu,
HepaBHOMEPHOe YMOAUujeHue CMeHOK, HEPAGHOMEPHOe pACUupeHlie npoceéema ¢
HAMUYUeM «6s3K0L» MOKPOMbL, OUBEPMUKYIbL KPYINHBIX OPOHX08.

Lununopuueckue 6poHxo- u OPOHXUOIOIKMAZb

CHudicenue n1omnHocmusix nokazamerneii necounot mxanu. Hudxce -930 HU (s30ymue),
nuodice -950HU(bmepuzema), ucnonvzosanue npoepamm UcKyCCmeeHHo20 UHmMelekma
0151 MOYH020 hodcyema obvema nopasicenus

Ilpu couemanuu smepuzemvl ¢ OUDDY3HLIMU NAPEHXUMAMOZHBIMU NOPAICEHUAMU
JIe20YHOU MKAHU He0OXO0UMO OYEHUBAMb 00BbEM Kadic0020 Mund nopajicenus ¢

nomowvio npozpamm UH no omoenvrocmu u cymmuposams (puc. 7)
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a 6 B

Puc. 7. Bonvnou LLl., 54 2. XOBJI, cmasic kypenus 37 n/n (a, 0, 8).
4. B3, céazannvle c usmeHeHuemM CmeHKU OPOHXA: HeMYDepKyne3Hblil MUKOOaKmepuo3

Ipuuuna: oecmpykmusHoe 60cnaneHue CmeHKku OpoHxa.

Knunuueckas xapmuna — OnumenvHo, GOCHANUMENbHbIE NPOSGLEHUS Cmepmble:
cybghebpunvras memnepamypa, crabocmv, Kaweib 6e3 uiu ¢ Haruduem HeoIbUuL020 KOIu4ecmea
MOKpomul.

Komnuviomepno-momozpaguueckas cemuomuka usmeHeHus OpoHxoe:
® ynromuenue cmeHok O6ponxos, KT-kapmuna «0epesa 6 nouKaxy, He MEHAIOWAACA NPpU
OUHAMUYECKOM HAOTIOOeHUU — NPOSGIEHUSL RPOOYKMUBHO2O OPOHXUONUM.
®  OpoHXO2eHHble 0Yazu U YYACMKU UHUIBMPAYUU 1e20YHOU MKAHU ¢ YOPMUPOBAHUEM
nonocmetl
®  npossneHuUs OPOHXUANLHOU OOCMPYKYUU
®  00bI36ecmeNeHHble ouazu, 00bI36eCMGIeHUs. 68 UHDUILMPAMax, CMeHKax OpOHXax,
auMamuyeckux y3nax
OponxosKkmassl wauje 6 cpedreti done u A3biukoewix ceemenmax [John Patrick Egan «Successful
treatment of ulcerative bronchiolitis in a woman with refractory Mycobacterium intracellulare
infection» BMJ Case Rep. 2015] (puc. 8).
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-

a

Puc. 8 Bonvnas /., 572. Hemybepkynesnutii muxooaxmepuos: KT om 05.12.2014e. (a, 6,
6), KT om 15.05.2017 2. (2, 0, e).
5. b3, ceazannvie ¢ uzmenenuem cmenku opouxa: ougghysnvie 601e3nu coeOuHUmMeENbHOU
mkanu (/[BCT): pesmamouonwtii apmpum (PA), cucmemnan cknepooepmusn (CC/).

Tpuuuna: acenmuueckoe ocnanenue cmenku OpoHxa.

Knunuueckas kapmuna — S5KCRUpamopHas 00blKd, NOPANiCeHUe CYCmagos, KOJiCu.
Komnvromepno-momozpaguueckasn cemuomuka usmeneHus 0ponHxoe:

o [lposenenus degpopmupyroweco OPOHXUMA - HePAGHOMEPHOe YMOnueHue CHEHOK,
OUBEPMUKY b KPYNHBIX OPOHX06

e Bapuxosnvle Oponxoskmasel (Oeghopmayus cmeHKu OpPOHXA, OKPYICEHHO2O He
U3MEHEHHOU J1e204HOL MKAHBIO)

e [lposenenus  npocpeccupyiowjeco  ae2o0unozo  guépoza (HcHUIl, OUII) ¢
hopmuposanuem mpakyuoHHbIX OPOHXO- U OPOHXUOLOIKMAZ06 6 30HAX (PUOPO3HOU
Odeghopmayuu necounol mKaHu

e Bozdyxocodepoicawue KUCM 8 1e2KUX

o [Iposenenusn OpoHxuanvHot oocmpykyuu (puc. §).

Puc. 9. Fonvnas U., 54 2. PA (a, 6).

145



6. B3, ceazannvie ¢ uZMeHeHuem CMEHKU OpPOHXA npu  6030elicmeuu  U3eHe
(npozpeccupyrowjue nezounvie uoposot)
Tlpuuuna: mpaxyus menkux OpoHxoe 6 pe3ynvmame ymenbuieHus 0obema okpyicarouyell
Ux 1€204HOU MKAHU.
Knunuueckas kapmuna — npozpeccupyiowyast uHCRUpamopHas 00bIUKA.
Komnviomepno-momozpaguueckan cemuomuxa usmenenus oponxos:
o  Dopmuposanue GUOPO3HBIX UMEHEHUN NO MUNY «COMOBO2O JNeZKO20» —
moncmocmenule 8030yXocooepoicatyue KUCmbl, pacnonaeaouecs 8 Heckoabko
PA006, MeKue 00bi36ecmenenus 8 Ux Cmpykmype (mpanc@opmayus 8 KOCHHYIO
mMKaHb)
o Jlokanuzylomcs. 6 GepxHe-nepeoHux u HUNCHe-3a0HUX CYONIeBPANbHbIX OMOeNax
(cumnmom «nponennepa)
® Hapacmanue npomasiceHHoCmu usMeHeHull 8 KpaHUoKaoaibHOM HANpagieHuu
Tpusnaxu ymenvuienus obvema J1e204HOU MKAHU — BbICOKOE CMOsHUEe Ouagpazmol,
IUNOMAMO3 CPedoCmenuUsl, IKCMPanIespalbHblil IUNOMamos, mpaKyuontsle OpoHxo- u
OpOHXUONOIKNIA3bL 6 30HAX (PUOPO3HBIX UIMEHEHULl, 20PU3OHMAILHOE NONOJICEHUe
cpedocmenus, 3usiHue nuuesooa, desuayus mpaxeu [Crnepanckas A.A., Hosukosa JI.H.
«KoMnproTepHO-TOMOTpauecKie NMaTTePHBl HANOIMATHYECKOTO JIETOYHOTo (Gudpo3a»

TIpaktuueckas mynpmoromorus. — 2018. —Nel. — C. 73-80/ (puc. 10).
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Puc. 10. Bonvnou /]., 681. HJID, nepexoo HcHIl ¢ OUII: KT om 03.06.2011e. (a, 2), KT om
08.05.20152. (6, 0). KT om 02.11.20152. (8, e).
7. B3, ceazannvie ¢ nocreocmeusmu COVID-19 nopasicenusn nezkux
IHpuyuna: mpaxyus meakux 6poHX08 & pe3ynvmame YMeHbUeHUs 00bema J1e20UHOl
MKAHU.
Knunuueckas xapmuna — uncnupamophas o0bluKa.
Womnbmmepno-momozpad)uuecxa}l CeMUOmuUKa U3MeHeHus 6ponx03:]
o Hanuuue KT-npusznaxos HcHII (necneyuguueckoii unmepcmuyuaibHoll NHeGMOHUY) -
«Mamogoe CMeKi0», PemuKyIsApHble USMEHeHUsl (BHYMPUAOIbKObII (ubpo3) HeboIbUOU
NPOMSANCEHHOCMU,  PACHONIONCEHHbIE CYONNEEPATHO, CONPOBOACOAWUECs MPaKyuell
MeNKUx OpoHxos (OpOHXUOI0IKMA3bL)
e OUII (0bblunas uHmMepCMUyUaIbHAas NHEBMOHUA) - «COMOBoe JecKoe» HebONbUIOl
NPOMANCEHHOCMU € MEIKUM — OUAMEMPOM — «COm» 6 CYONIe8PANbHbIX  OMOenax,
mpaxyuonnsie 6ponxosxkmaszer [X. Han, Yo Fan, O. Alwalid et a Six-Month Follow-up
Chest CT findings after Severe COVID-19 Pneumonia Published OnlineJan 26
2021https://doi.org/10.1148/radiol . 2021203153 See editorial byAthol U. Wells] (puc. 10)
Puc. 10. Boawnas O., 55 1. U07.1 COVID-19 om 07.20202. KT om 30.07.20202. — 20 oenv
oonesnu (a), KT-4 cmenens pacnpocmpaneHnocmu npoyecca - Koncoauoayus 6 S5 cnpasa.
KT om 03.20212. uepes 8 mecsiyes om nauana 3aboreéanus (6) — ¢opmuposanue KT-
xkapmunvl HcHII 6 smoil obnacmu («mamosoe cmeknoy, pemukyiayus, mpaKyuoHHble

OPOHXUOLOIKMAZLL — NPOSGILEHUS GHYMPUOIOTLKOBO20 PUdPO3a).
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No6:

Jil p ([en14]): Mory npucnats Gpoto u
OIMCaHue 53, XapakTepHBIX JUIs MEPBUYHBIX “MMyHOHeq)I/IH“THHX
COCTOSHHI?




BoiBoabl. KT 1M03BOISET BBISIBUTE paSHOO6paSHLIC HPOSBJICHUS 6p0HXO3KTa3PII71, YTO BaXXHO 1A

OLI€HKH ITPOrHo3a 3a00JIeBaHMS U TAKTHKH €O JICUCHUSI.
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Mpunoxenue A3.3 'HoiTHBII Y HIOOPOHXUT MPU OPOHX0IKTA3AX.

Pucynox 2. Duoockonus. IHotiblil 3HOOOPOHXUM NPU OPOHXOIKMA3AX,. [.: 6 p ([Ms15]): Kauectso, B npumed

Tpunooicenue A 3.4

Taoanua. UccaenoBanns, nocBsileHHbIE ATUTEIBHONH TePaAaNUN HHTATSIHNOHHBIMHU
AHTHOMOTHKAMM NMPH OPOHX0IKTAa3ax.

- Kputepun H3oaaTsl Tewenme Mponomxu A OcHoBHOI YcroiiunBocTh K
Heeeno BKJII0ICHHS MOKPOTBI TEeJBHOCTh KOHeYHAast pe3yabrar AHTHOHOTHKAM
BaHHe rouxa
RESPIR | 2uGonee oboctpennst | P.aerugino | Llunpoduio 1rox, 14 1) Bpems Vanunenue % MALHEHTOB C OJHUM U
E12 3a npeplaynme 12 sa, kcaiun DPI | nueit J10 TIEpBOTO BPEMEHH JI0 6oJ1ee U30MISTOM M3 MOKPOTBI
[25, 26] MecsIEB H.influenza | 32,5 mr BKJIIOYEHUs | 000CTpeHH TIepBOTO ¢ nossimenHoit MUK B
e, Kaxple 12 | /BBIKIIOYEH | 513 000CTpeHus U Mo60i MOMEHT BpeMEHH:
M.catarrha | 4. ns (12 2) yacTota 3HAYHMOE 54,0% nns
lis, AKTHBHBIX obocTpeHn CHHUKCHHE munpodnokcarmaa DPI 14
Saureus, LHUKIIOB) 74 YacTOTHI JIHEW BKIIOYEHHs/
Spneumoni i 28 oGocTpenHuii Ha BBIKIIOYeHUs 1 53,9% st
ae, JiHer 39% nunpoduokcanyna DPI 28
Smaltophil BKIIOYEHHS JIHEH BKIHOUeHHs)/
ia, /BBIKIIIOYCH BBIKITIOYCHHS 110 CPABHCHHIO
B.cepacia ns (6 ¢ 36,2% s nnane6o
AKTHUBHBIX
LIUKJIOB)
ORBIT- YacTele JIErOUHBIC P.aerugino ARD-3150 1 rox, Bo3HUKHOB | YMeHbIICHHE 32% nanmMeHToB,
3u-4 obocTpeHns, sa (numocoma | pexum cHHE JICTOYHBIX noay4asmnx ARD-3150, n
[27] JICYCHHBIC JIbHBIH BKJIIOYCHHUS | JIETOYHBIX obocTpeHuit 18% naumenTos,
AQHTHOHOTHKAMU B uunpodiIoK | /BBIKIIOYEH | oGocTpeHH 000l CTeNeH: | MOJIy4aBLIMX IL1anedo,
npeauiecTByomue 12 cauun 135 us (6 i TSKECTH B HMeJIH H30JISAT
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mecsues U ncropus MI' 1 AKTHBHBIX ORBIT-4, Ho He | P.aeruginosa, uist Koroporo
XPOHHYECKOH CBOOOJIHBIH | IMKIJIOB) B ORBIT-3, o MIIK nunpodaokcanuna
HHDEKIWH Jerkux P. HIPOPIIOK CPaBHEHHIO C yBeJHuMiIach Hosiee uem B
aeruginosa canuH 54 wiane6o 2 pa3za
Mr)
Murray Ilepcucrenmms B Jhoboii Tentamumu | 1rox, CHuKeHHe O6ceMeHeHHOC Her pasnnunii B osBIEHUH
[28] MOKpOTe GaKTepuit PPM 80 Mr HENpepeIBH | OakTepHaab | Tb OAKTEPUMH IITAMMOB C HEONPECIICHHON
U nBa u Gonee Kaxaele 12 Bl PEKHM HOI 3HAYUTENHHO YCTOHYHBOCTBIO K
obocTpeHns 3a q. 00CeMEHeH | HHIKE B IPYNNE | TeHTAMHIHMHY HIIH
HOCTIE/IHHI roj| HOCTH TEHTAMHLHMHA. YCTOHYHMBBIX IITAMMOB
U criocobHOCTH MOKPOTBI TIpu
HEPEHOCUTh Ha =1 KOHTPOJILHOM
MHTaJISHOHHBII norapu(MH | HCCIICI0BaHHH:
renTamuiH 1 OPB; UYCCKYI0 06CeMEHEHHOCT
>30% ot nomxkHoro 1 C/IHHHUILY b GaKTepUAMH
B HACTOALIEE BPEMs ObLta
HET JIUTETbHON OJIMHAKOBOM B
aHTHOAKTEpHAIBHON oberx rpymnmax
Tepanuu
AIR-BX B anamHese P.aerugino | Astpeonam | 4 mecsua, A BQOL- QOL-B-RSS Veemnuenune MITK
land 2 TOJIOXKHUTEIBHBIN sa, pactBop 75 | 28 nmeit B-RSS (ot YHCIICHHO a3TpeoHama B >4 pasza: A) B
[29] MOCEB MOKPOTBI HIIH Achromoba | mr kaxzabie | BkmoueHus | mexoasoro | ysemmumBamack | AIR-BX1:15% nauuentos,
OPOHXHABHBIX cter, 8u. /BBIKITIOYEH | YPOBHS 10 BO BCEX noxydasumx AZLI, o
CMBIBOB Ha IIeJIeBOi Burkholderi ns (2 4 Henenb,; Tpymnmnax B CpaBHEHHIO ¢ 6% MalUeHTOB,
TPaMOTPHIATEIBHBIH a, AKTHBHBIX BBICOKHE o6oux nosTydaBumx mianedo, yepes
MHKPOOPTaHU3M HITH Citrobacter LUKIIa) GaJuel uccnenoBanusax | 4 mexenn; 35% mporus 11%
JiedeHne 000CTPeHHS ' OTpaKaroT Hadml2 uepes 12 nenens; u 23% mo
U xponunyeckoe Enterobact HECKOJILKO Henemsix. He cpaBhenHIo ¢ 14% B rpymie
OT/Ie/IeHHe MOKPOThI er, CHMIITOMOB | ObLIO nane6o nocie 4 Heaenb
1 ODB; >20% ot Escherichia 3HAYMMBIX nepepbIBa B JICYEHNH.
JIOTKHOTO , Klebsiella, pasnuunit B) AIR-BX2: 23%
Moraxella, MALHEHTOB, MOIYYaBIINX
Proteus, AZLI, no cpasHenuto ¢ 7%
Serratia, uepes 4 nenenu; 34% npoTus
Stenotroph 11% uepes 12 nenens; u 20%
omonas npotus 6% nocie 4 Hezenb
iepepbIBa B ICUYCHHH
Orriols Pekpytment nocie 1- P.aerugino | Tobpamuim | 14 nueii B Opaaukaun | % Her ycroiiunoii k
[30] TO BbIJICICHHUS sa H uepes Teuenue 4 st Gakrepuii | P.aeruginosa- ToOpamuumny P.aeruginosa
P.aeruginosa B nebynaiisep | Henenb, B MOKpOTE HETaTHBHBIX
MOKpOTE 300 mMr 3aTeM TIAIMEHTOB:
Kaxpie 12 panioMu3a A)B 1-it
q. + s u mecsi: 90,9% B
nedTasuam | IedyeHHe B rpyme
M TedeHue 3 ToOpaMHIIIHA
BHYTPUBCH Mec. vs76,5% B
HO rpymie
nanebo.
B) B komnIe
HCCIIEIOBAHHS:
54,5% B rpynme
TOOpaMHULIMHA
vs29,4% B
rpyme
miane6o
Drobnic | 3 u Gonee P.aerugino | Tobpamuum | 6 mec. Yucio Her Yepes 2 Mecsua nocie
[31] MOJIOKHTEIbHBIX sa 1300 mr obocTpenu JIOCTOBEPHBIX OKOHYAHHs! HCCIIEI0BAHUS
[I0CEBOB MOKPOTbI HA Kakzpie 12 2941 pasnnuuii B MOKPOTa BCEX MALMEHTOB
TOOPaMHUILINH- q. KOJIMYECTBO | 4acToTe ocTaBasack
UyBCTBUTCIIBHBIH JtHel obocTpeHuit. KOJIOHU3HPOBAHHOM 1
P.aeruginosa B rocrnuTamus | 3HaYMMO YyBCTBUTEIIBHOU K
Te4eHHE 6 MECSLIEB 10 anuu MEHBIIIE YHCITIO Tobpamurumy ITA (MIIK <8
HCCTIe0BaHHS aueit MKI/MIT)
TOCTIUTANN3AIH
M B TIEPHOJ
JIeYeHHUs.
TOOPAMHUIIMHOM
Haworth | 2 u Gosnee P.aerugino | Koumctix 6 MecsIeB, Bpewms 1o Cpennee Bpemsi | Her ycToitumBbIX K
[32] TIOJIOXKHTEIBHBIX sa 1 MIWJUIMOH | HENpephiBH | 060CTpeHH JI0 060CTpeHHs. KOJIUCTHHY IITAMMOB
nocesa U3 ME I UM a coctasisuio 165 | P.aeruginosa
JIBIXATeNIbHBIX IyTeH Kaxzpie 12 JHelt B rpymnme
Ha P.aeruginosa za q. KOJMCTHHA TIO0

npemecTyonme 12
mecsues U B Teuenne
21 nus nocne
3aBepLIEHHs Kypca
AHTHIICEBIOMOHAHBI
MU aHTHOMOTHKAMHI

CPAaBHEHHIO CO
111 musivu B
rpymie
nauedo
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PPM: noTeHnmaibHO MaToreHHslii Mukpoopranusm; DPI: unransrop cyxoro nopomka; QOL-B RSS:
OLICHKA JIOMEHA PECITMPATOPHBIX CUMIITOMOB OpoHX03KTa3uu «KauecTBo xu3Hm»; M DR: MHOXecTBEeHHAs
JIeKapcTBeHHas ycToitunBocTh; ARD: MITK
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Mpuioxenne B1. AropuT™Mbl BeleHUs MalMEHTA

s  Empnpusmman @ poruss

o v s Tl i
B L e e L ey i
L L ITTEErp AR N ST aene L] s Frpaspesoess - BOFA D 3
= COLUAOARTYFALAR FIFAILHCEN MO TR - = I EHOCTEE SHTDoTE
i el e A
e L S Rl SRy F A
O T TR
e S Bt 1
Flirriings infsa
& g mary
= DasH Rl Na aeokrE PHOADRA M, npd - & dunasce
A ThRA
a Hoo MR =
< 1 1 e T PR -
1 =
T R R T e e e e e
Toma, Badfap
& T D P i R LR T
= Mgt IgE = e
i o
< HaH A T
SV G AT B WA R TRRS R H i Al s b el e
] i
L] * -
B - g s grmsain Tammanom i perssanme o uin
MOEED T WA ADTHRATOR THEDIT TELA T EEETHTRE
TS R e B e D Cp el [ 2t g (R T WS A1 Bl 11
- +
Pl Te s rpd s TROETeE jn AT T e W
RO T O PHEEY T V]
T ETla T il EE I =

Pucynox 3. Aneopumm o6cnedosanus u gedenusi demeti ¢ GPOHXOIKMA3AMU

Ipumeuanus: BAR — 6ponxo-aprepnanbaoe oTHOmeHne, HSVMA — BBICOKOCKOpOCTHAS
BujeoMukpockonus, TOM — TpaHcMHCCHBHas 3I€KTpOHHas MUKpockoomnus, OBJ] — ¢yHknus
BHemHero neixanust, BUY — Bupyc ummyHoneduuunta yenoseka, IgE — ummynornooymus E, IgG

— uMmyHontoOymun G, SIJIC — 330¢aroracTpoayoneHOCKOIHSI.
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[puioxenne b2. AaroputMsbl BeleHUs MaIHEHTA

First or pew isalation of
P adrugunasa 0 upper aireay spedman, |

. D&tain lower airway specimen
* |branchaatwolae Lavage or sputum|

=g cough, thront nr ressl swabs

You

Ne ROpoat ungar arwsy spacimen

L3

and if P asrugvoss perssly
chtan lower airway spacionsn®

[ I’.ma.gtmc.amnnrmad ]t

|

Ora! ciprofiocmcint
andlor inhaled antiblotics dor 2 wesks

:

Inhaded antitictos for 4-12 L
lo.g. colistin, tobeamycin|!

I

L3
Ropeal lomur sarway sgocomen i
possile and if P. 23

il prusand o becomes symptomalic

Yeos

Lv. antbiotics* for 2 weeks
le g piperaciin-tazoboctam or
cettazidimestodeamycin®

1
L3

Irhaled antkiotics for 4-12 weeks
le.g. colistin, tobromycin®
1

v
Fepana! lower airwey speciman 4 gossible
and # £ asrugiiosa shill present consider
rapastiog slnps of lnsal ones
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Hpunoxenne B. Undopmanus 1151 NaLHEHTOB

BpoHX09KTa3bl — paciiupeHie OPOHXOB, BEI3BAHHOE PA3IUYHBIMU TPUYHHAMH.

BpoHX09KTa3pl HapylIalOT HOPMAJBHBIA OTTOK CIH3H W3 [JbIXaTCJbHBIX MyTEH, YTO
MPUBOJUT K 3aCTOI0 MOKPOTHI M BOCIAJICHHIO, MOATOMY Yy MAIMEHTOB YacTO OTMEYaeTcs
Kauliejdb C BBIICICHHEM MOKPOTBI, HEPEIAKO y TAaKOro pedeHKa MOKTOpa BBICIYIIHBAIOT
BJIQXKHBIC HW/WIN CyXHe JIOKAJIbHBIC WM PACIPOCTPAHEHHBIC XPHIBI B JIETKHX, a MpPH
MPUCOSANHEHUH OOBIYHON BUPYCHOI MH(EKLUH ITHU SIBICHUS MOTYT YCHIMBATHCS.

[TporHo3 Mo NPOAOKUTEIBHOCTH KU3HH M COLMATM3AINH TPH OPOHXOIKTA3aX 3aBHCHUT
OT PAaCIPOCTPAHEHHOCTH MOPAXKSHHUSI, TPUIMHBI 3a00JICBaHUS U CIICOBAHUS PEKOMEHIAIIUSIM
Bpaya. AJCKBATHOE CBOCBPEMEHHOE M pEryJIsipHOE JICUCHHE, a TaKKe peaOHIuTaIus
CIOCOOCTBYIOT YITy4IICHHIO IIPOTHO3a U Ka4eCTBa )KU3HU Y OOJIBIIMHCTBA A[EHTOB.

JlnarHoctuka W JICUCHHE TMAIMEHTOB C OpOHXOJKTa3aMH IPOBOIUTCS BpAuOM
MyJIbMOHOJIOTOM.

HCKmoYnuTeIbHO ~ B&KHBIM  SIBJISIETCS  €KEIHEBHOE  IPOBEICHHE  MEPOIPHUSITHH,
CHOCOOCTBYIOIIMX OUHUCTKE JBIXaTEIbHBIX MyTei. DTHM TeXHHKAM U METOJIMKaM 00y4JaeT Bpad
B CIICHUATIM3UPOBAHHOM MYJIbMOHOJOTHYECKOM OTACICHUH (LIEHTPE).

BpoHX09KTa3bl B OONBUIMHCTBE CIy4aeB — HE MNPOTHBOIOKA3aHHE Uil HPOBEICHUS
IUTAHOBOW BaKIWHAUWK. Bomee Toro, mereil ¢ 3TUM 3a00JE€BaHHEM CIIEAYET NMPUBUTH OT
MMHEBMOKOKKOBOM, reMouibHOW HWH(EKIMH, a Takke pPEeKOMEHAYETCS —eXeroaHas
BaKIMHALMS OT IPUIIIIA.

JletssMm ¢ OpoHXO3KTa3aMu Ha (OHE TEPBHYHBIX HMMYHOACPHUIUTHBIX COCTOSHHM,
pelieHne O MPOBEASHWH HMMMYyHHM3allUH, €€ O00beMe M BbIOOpPE BaKIMH pemaercs B

3aBHCHUMOCTH OT TUIIA I/IMMyHOHQ(I)I/ILll/ITa.
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Ipniaosxxenue I'1-I'N. IIkaJjabl 0OlleHKH, BOIPOCHUKH M IPYIrHe OLleHOYHbIE

MHCTPYMEHTBI COCTOSIHUS NMAIMEHTA, IPHBEJIeHHDbIE B KIMHNYECKHX

PEKOMEHAANUAX

IIpunaoskenne I'1

[ oTdopMaTUpoBaHo: aHrnulickuit (CLLA)

MoaudunupoBannas mkaja oxpimku Medical Resear ch Council Dyspnea Scale

Crenensb Ts:xecTh Onucanne
0 Her OpibIlIKa TOJIBKO TMPU MHTEHCUBHOM (hU3MUYECKOi Harpy3ke
1 Jlerkast OJIBIIIKA ITPHU OBICTPOi X0/1b0€, HEOONBIIOM ITOJbEME
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[ oTdopMaTUpoBaHo: aHrnuvickuit (CLLA)




Cpenusis

OJ1plIIKa 3aCTaBISET HATH MEJICHHEE, YEM JIFOU TOTO JKe
BO3pacTa

Tsoxenas

OJ1plIIKa 3aCTaBISACT OCTAHABIMBATHCS NIPH XObOE MPUMEPHO
gepe3 kaxzaple 100 meTpoB

OueHb TsOKEnas

O)menca HE TI03BOJISET BBIATH 3a NPpEeaeibl A0Ma WIN MOABIIACTCA
Ipu OA€BaHUU
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