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Pesome

BponxoakTazus (BD) — 3T0 XpoHHUYECKOe reTeporeHHoe 3a00JieBaHUe JIETKMX, XapaKTepu3ylolieecs: peluanBUpyollieil nHbeKImei, Bocnae-
HMEM, TIOCTOSIHHBIM KalllJIeM W OTIEeJIeHUeM MOKPOThI. PaHHsIsS nuarHoctuka bD sBisieTcss oqHOM M3 OCHOBHBIX PEKOMEHAALIMIT PYKOBOICTBA
EBponeiickoro pecniuparopHoro obiectsa (European Respiratory Society — ERS). 1151 3Toro Heo6X0AuMO BBISIBJIEHHE OCOOEHHOCTEI NCTOpUM
00JIE3HU U TPOBEICHUE MYJbTUCIIMPaIbHON KoMIlbloTepHOil Tomorpadum (MCKT) opraHoB rpynHoii KieTku. HecMOTpsi Ha KOMIUIEKCHOE
obcrienoBaHue, y OOBIIC YacTH TAIIMEHTOB Kiaccuduimpyercs unuornarudeckas bD. B pykosonctse ERS mist BoisiBienust mpuanH b mpen-
JlaraeTcsi MUHUMAaJbHBIN HA00Op aHAIM30B, BKIIIOYAIOIINIA ONpeaeaeHe MMMYHOITIO0yIMHOB CHIBOPOTKH, TECThl HAa aJUIepruyeckuii 6poHxose-
TOYHBII acrieprusuie3 u o0l aHaIu3 KpoBU. Jpyrue ucciie1oBaHusl pEKOMEHyeTcsl IPOBOJIMTh HA OCHOBAHMM aHaAMHE3a 3a00JIeBaHUS U PEHT-
T€HOJIOTUYECKUX OCOOEHHOCTE, YTO yKa3bIBaeT Ha BaXKHOCTh PACIIO3HABAHUS BpayaMU Pa3HbIX CTIELUATBHOCTEN KIMHUYeCKUX heHoTumoB b3,
IPY KOTOPBIX TpeOyeTcsl MpoBeleHUe CIIeLMaIbHBIX UCCIeIOBaHMii. B cTaTbe mpeacTaBaeHbl alrOPUTMBI IIEPBOHAYAJILHOTO 00Ce0BaHNUsI U Be-
neHust mauueHToB ¢ B, B uactHoct MCKT-cemMuoTrka n KITIMHU4YECKUE OCOOCHHOCTH, TPU ITOMOIIY KOTOPBIX MOXKHO YCTAHOBUTH KOHKPETHBIE
TIPUYMHBI.

KiroueBble c10Ba: OpOHXO3KTa3Usl, ITUOJOTUSI, TMAarHOCTUKA, MYJbTUCIIMpPaJibHAsE KOMITbIOTEpHasl ToMorpadus, MyKOaKTUBHAS Teparusi, aHTU-
OakTepuabHbIE TpenapaThl, a/Ieprudeckuii OpOHXOJIETOUHbII acTieprusuie3, MepBUYHAasT LIIMApHast AUCKUHE3USI.

st uutupoBanust: AHaeB D.X. CoBpeMeHHbIE MOAXObl K BEACHUIO MALIMEHTOB ¢ OpoHXoaKTazuei. [1yavmononoeus. 2020; 30 (1): 81-91. DOI:
10.18093/0869-0189-2020-30-1-81-91

Modern approaches to the management of patients
with bronchoectasia

El'dar Kh. Anaey
N.L.Pirogov Federal Russian National Research Medical University, Healthcare Ministry of Russia: ul. Ostrovityanova 1, Moscow, 117997, Russia

Author information

El'dar Kh. Anaev, Doctor of Medicine, Professor, Department of Pulmonology, N.I.Pirogov Federal Russian National Research Medical University, Healthcare
Ministry of Russia; tel.: (910) 434-76-92; e-mail: el_anaev@hotmail.com

Abstract

The bronchoectasia (BE) is a chronic heterogeneous lung disease characterized by recurrent infection, inflammation, persistent cough and sputum
discharge. The early BE diagnosis is one of the main recommendations of the European Respiratory Society (ERS) guidelines, which requires med-
ical history collection and multispiral computed tomography (MSCT) of thoracic organs. Despite the complex examination, in most patients BE is
classified as idiopathic. The minimum set of tests, including serum immunoglobulins, allergic bronchopulmonary aspergillosis tests and hematology
is proposed in ERS guideline for detection of BE causes. Other examinations are recommended to perform based on disease history and radiologi-
cal characteristics, indicating the importance of BE clinical phenotype identification by different healthcare specialists, for which special examina-
tions are required. Initial examination algorithms and management of patients with BE, in particular, MSCT-semiotics and clinical features, which
could help to identify specific reasons are presented in the article.
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Bponxoskrasust (bD) — 3T0 XpoHUYECKOe MpPOrpeccu-
pymolliee pecnupaTopHoe 3a0oJieBaHUE, XapaKTepU3yro-
eecss HeoOpaTUMOM AuIaTalureil GPOHXOB U CBSI3AHHOE
C TAKUMU KJIMHUYECKUMMU TIPOSIBICHUSIMU, KaK XPOHU-
YeCKUI Kallledb, MOCTOSIHHAsI TIPOMYKIIUSI MOKPOTHI
U peluAnBUpYIOIIe WHGEKIIUA JAbIXaTeIbHBIX ITyTei
(AIT) [1, 2]. Pakropsl pucka pa3Butuss bD cBs3aHbI
B OCHOBHOM C MTPUYMHOI 3a00s1eBaHus. B cBolo ouepensp,

npuyrHbl B KoppeaupyloT ¢ OCHOBHBIMM KIWHUYE-
CKMMU TIPOSIBJICHUSIMU W TeUeHUEM 3a00JIeBaHMSI.
PacnipoctpaneHHocTh B3O cBsizaHa ¢ Bo3pacToM, Ipu
5TOM XEHIOMHBI crapire 70 jeT 00JieloT HeCKOJIbKO
yaie, 4yeM My>X4ruHbI. CylllecTBYIOT HEKOTOphIE reorpa-
(uyeckne pasznuuus B 3a00JeBAEMOCTH, PaCIpOCTpa-
HEHHOCTU M KJIMHUYECKUX OcoOeHHocTsax [3, 4].
3aboneBacMocTh bD pacrer m B Hacrosiee BpeMs
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cocTaBiseT oT 53 mo 566 caydyaes Ha 100 000 xureneit
B 3aBUCMMOCTM OT u3ydaemoii mnonyiasuuu [5]. Cra-
TUCTUYECKHE Pa3IMIMsI MOTYT ObITh BbI3BaHBI TUTIOAMAT -
HOCTHKO# BCJICICTBUE HEAOCTATOYHOM OCBEIOMIICHHO-
cTy Bpauell ob6mieit mpakTuku. CiemyeT oXWmaTh, 4TO
cayvyau BD OyayT yalie BcTpeuaTbcsl B IpakKTUKE Bpadeit
pPa3HBIX CIIEUATBHOCTEA.

bD — rereporeHHoe 3aboJjieBaHUE C MHOTOYUCIIEH-
HeIMU TipmurHaMu. COCTOSTHUSI, HanOoJee 4acTo IpH-
Bomsine K B3O, ocHOBHbIE KIMHUYECKUE (PEHOTUIILI
Y TIOIXO/IbI K TepaIy TIPUBENCHBI B TA0IMIIE. XOTS TIPU
KOHECYHOM KIIMHUYECKOM CHHIPOME CYIIECCTBEHHBIX
pa3IUYMii HE OTMEYaeTcsI, CYIIECTBYeT MHOXKECTBO
KJIMHUYECKUX M PEHTIEHOJOTMYECKUX OCOOEHHOCTEM,
KOTOpbIe NaloT MpeacTaBieHue o0 sTtuonoruu b3.
Hanpumep, moctuHbexkimonHas bD MoxeT cuibHO
OTJIMYATBCS OT TAKOBOI MPU XPOHMIECKOM OOCTPYKTUB-
Hoit 6one3Hu nerkux (XOBJI) u 6poHxuanbHO acTMe
(BA), a xapTuHa, MoJy4eHHasi MpU MPOBEAEHUU MYJb-
TUCTIUPATIbHON KommbloTepHOil Tomorpaduu (MCKT)
MMOCTTYOEepKYJIe3HbIX BD, — oT mpu3HakoB, HabmIIOgae-
MBIX MPU 3a00JIeBaHUSIX, BbI3BAHHBIX HETYOCPKYJIE3HbI-
mu Mukobaktepusmu (HTMB). KitoueBoil pekomeHaa-
el MeXIYHapOTHOTO KOHCEHCYcCa SBJISICTCS paHHEe
oIpenesiecHNe OCHOBHOI MpWuYMHBI bD, T. K. MHOrmMe
COCTOSTHUSI TIOAIAIOTCS JICUCHUIO UM UMEIOT OJIaronpu-
SITHBIN TIpOrHO3 [1].

I[Tonumanue natodusuonoruu bBD orpanuyeHo.
LenTpanpHOii B moHMMaHWU TaToreHe3a BD ocraercs
T. H. TUMOTe3a IMMOPOYHOTIO LIMKJIA, BIIEPBbIC MPEITOXKEH-
Hast Koymom (1986) [4]. KimtoueBBIMM KOMITOHEHTAMU
3a00JIcBaHUS SABISIOTCA XPOHUYECKOE BOCIAJICHHUE,
HapylIeHNe MYKOIIMJIMApHOTO KIIMPEeHCa, XPOHUYECKast
OpoHxuabHasT MHGEKIUS W TOBPEXACHUE STUTEIUS
OpoHxoB. XpoHuyeckass uHdbexkus I, yame Bcero
Haemophilus influenzae n Pseudomonas aeruginosa, ctu-
MYJIUpYeT U TOAACPKUBAeT HEUTPOPMILHOE BOCIIA-
JIeHUEe B JIETKUX, XapaKTepusyeTcs 0oJjiee BBICOKOI
YacTOTON 00OCTpeHUIA, YXyIIIEHUEM KauyecTBa >XW3HU
Y yBEJMYECHUEM CMEpPTHOCTH [6]. OCOGEHHO 3TO OTHO-
cutca K P aeruginosa, XpoHWYecKas IIEPCUCTCHIIUS
KOTOpPO MPUBOAUT K 3-KpPaTHOMY YBEJIMYEHUIO CMEPT-
HOCTU U 7-KpaTHOMY YBEJTUYEHUIO YACTOThI TOCTIUTAIM -
3auuii [9].

Cpenu HamboIlee 9acThIX MpuunH BD — mepeHeceH-
Hasl uHbEKUMs, NepBUYHAasT LWIMapHas TUCKUHE3us /
cuHapoM KaprareHepa, anaepruyeckuii OpoHXOJIErou-
Hblil actieprwuie3 (ABJIA), 3aboneBaHUsl, BEI3BAHHBIE
HTMBb, nmMmyHOIeUILIMTH U CUCTEMHBIE 3a00JIeBaHUS
coenuHuTeNbHOM TKaHu [10]. OgHako HecMOTps Ha
KOMILIEKCHOe obciieqoBanme, y 50 % malMeHTOB BHI-
SIBUTh TIPUYWHY HE yHaeTCs, TPU 3TOM BBICTABIISICTCS
IrarHo3 uauonatudeckas bO [11].

B pexomenpauusax EBpomneiickoro pecrimpaTopHOTo
obwectBa (European Respiratory Society — ERS) nns
IUATHOCTHKHU B3O y B3pOCIBIX TIpemIaracTcst MUHIMAJTb-
HBIIf HA0Op aHAIIM30B — OOIINIA aHAJIN3 KPOBH C MO CYe-
TOM JIEMKOIIUTApHOU (hOPMYJIbI, OMpeaeeHUe OOIIUX
umMmyHoriooynuHoB (Ig)-A, -M, -G, CKpUHUHT Ha
ABIJIA (obmwuit u cietuduueckuii IgE k Aspergillus, 1gG

K Aspergillus, ancio 303MHOGWIOB). J1OMOTHUTEIBHEIC
o0cyiefoBaHMsl TMOKa3aHbl MAlMEHTAM C ATUIIMYHON
KJIMHUYECKON KapTUHOM WM TSXKenoit / ObICTPOIpoO-
rpeccupytoieit hopmoii 3aboneBanus. [ToceB MOKpOTHI
PEKOMEHIYeTCsI UISI MOHUTOPWHTA OaKTepUaTbHBIX
uHpexuuit u npu nogo3peHuu Ha HTMb [1, 12]. IIpu
HCTIOJIb30BAaHUM CTAHIAPTU30BAaHHBIX TECTOB BBISICHSI-
FOTCSI OCHOBHBIE TIPUYMHEBI B, 4TO MPUBOAUT K M3MEHE-
Huio yiedeHus B 7—37 % ciydaes [10—14].

MCKT-narrepH 2(p@eKTuBeH TIpU BbISIBICHUU
ocHOBHBbIX TpuunH bA. B Hacrosmee Bpemss MCKT
opraHoB rpyaHoi kinetku (OT'K) sBnsiercs odmenpuHs-
TBIM CTaHZAPTHBIM METOIOM IWArHOCTUKM B3O [2, 4].
O0s13aTeIbHBIM YCJIOBUEM SIBJISIETCS BBISIBIICHUE AUIaTa-
uuu HI1, KoTopoe paccMaTpuBaeTcsl KaK YBEJIWYECHUE
COOTHOIICHUS MEXIYy BHYTPEHHUM IIPOCBETOM OpOHXa
U COIPOBOXKMAIONICHT €ro BETBU JICTOYHOM apTepHu.
OTcyTCTBUE CyxXEeHUSI OpoHXa K Tiepudepuu Jerkoro,
3aKyIOpKa CIU3bI0, Y3eJKU, YTOIIIEHUE CTEHKU OpoHXa,
CHMIITOM «IePEeBO B ITOYKaX», YMEHBIIIEHIE 00beMa JIeT-
KOTO M MO3aWYHBIN PUCYHOK SIBJISTFOTCSI JOTIOJTHUTETh-
HeiMu MCKT-nipuznakamu bB3. Kpome Toro, Bce stu
MPU3HAKU UMEIOT XapaKTEePHYIO JIOKATU3AUIO U MOTYT
TOMOYb B BbISIBJIeHUHU puunHbL bO [15].

ITockonbKy 1o maHHBIM pyKoBoacTBa ERS pekomeH-
IIyeTCsl BBITIOJHUTb HEOOJIBIION MepeyeHb aHaJIU30B,
BaXXHO 3HAaHWE BpayaMM BceX MPUYUH U (hEHOTUIIOB,
YKa3aHHBIX B TabauIe. B ctaTbe mpemcTaBieHBI TIPUME-
pPBl KIIMHUYECKUX (PEHOTUIIOB, CBSI3b aHAMHE3a U OCO-
oeHHocteit MCKT-KapTUHBI C LIEABIO JEMOHCTpaLIUU
OCHOBHBIX MPUYMH BD 1 KJII0YeBbIX MOAXOAOB K Bee-
HUIO MTAIlCHTOB.

Knurudeckoe HabmodeHue Ne 1

Manuentka 69 et B 1977 1. ABaX bl epeHOCHIa MTHEBMOHUIO B HIK-
Hell JoJie JIEBOTO JIETKOTO, B HajlbHEUIeM M3-3a PeLMIUBUPYIONINX
undexunii 11 exxeronHo mosyyana aHTUOAKTepUAIbHBIE MTPETIapaThl
(ABIT). B 2005 r. nnarHoctupoBaHa BA, aiuTesnbHO nojydyaer Oyaeco-
HUI + dopmoTepos, canbdbyramon. OTMedeHa MOJTUBAJICHTHAS
JlekapcTBeHHasi HerepeHocumocTh (ABI, aueruiacanuuuioBas Kuc-
JIoTa, WOM, TpemapaTthl, ColepXallue JUMOHHYIO KHUCIOTY), 4YTO
3aTpyAHsIeT JeYeHue, B T. Y. MyKOAKTUBHYIO Tepamnuio. B mocese MOK-
pPOTHI BblIeNeHbl Streptococcus pneumoniae, H. influenza, nBaxmbpl —
P. aeruginosa. Tlpu ucclenoBaHUM JETOYHON (YHKIIMYU BBISIBICHBI
HapylLUeHUs] BEHTWISILIUU 110 OOCTPYKTUBHOMY THUITY JIETKOIl CTEIEHU.
[Mpu MCKT OT'K BbIsIBJICHBI BADUKO3HBIC U KUCTO3HBbIC BD B HIKHE i
nosie aeBoro Jierkoro (puc. 1). ITocnenHue 3 roga 6eCrnoKosAT Kalielb
¢ oT/eJIeHueM OOMJIbHOM BSI3KOW MOKPOTBI, YCUJIMBAIOIIMIICS B MOJIO-
JKEHWW Ha TMpaBOM OOKY, ONBIIIKA TPU YMEPEHHOU (uanyeckoit
Harpyske, NOTJIMBOCTb, ciaboctb. Ha ¢oHe mpoBonumoii Tepanuu
(6yneconua + dopmoTepoi, THOTpOIIUSI OpOMUI, OPOHXOMYHAJ, 3pa-
NMKalMOHHas Tepanust P. aeruginosa (uunpodaokcaluH, aMUKalKH),
MeTonoB Tnomnepxanus kiaupeHca I (mocTypaibHbIil TpeHax, Tpe-

Puc. 1. Bapuko3Hbie
Y KUCTO3HBIE OPOH-
XO2KTa3uu B HUXKHEM
TIOJIE JIEBOTO JIETKOTO
Figure 1. Varicose and
cystic bronchoectasia
in the inferior lobe of
the left lung
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Tabauua

Dmuoaozus oponxosxmasuil (adanmuposeano u3 [6—8])
Table

Etiology of bronchoectases (adapted from [6—8])

Kareropus Yacrora, %
MocTuHdekumoHHble  20-42
HTMB
MocTTy6epkynesHbie
WmmyHopedmumntele  1,1-16
COCTOSHMA
XOBN 3-11
BA 3-10
Annepruyeckui 1-10
OpOHXONEroYHbLIN
acneprunnes
MexaHuyeckas 0-1
o0CTpyKLMs
Acnupauus / 0,2-11,3
WHransums
CucteMHble 1,8-31,1
BOCManuTenbHble
3aboneBanusi
BocnanutenbHele 1-3
3aboneBaHus
KMLIEYHUKA
MykoBucumMao3 1-18
Yy B3pocnbIX
MepBuyHas 2,0-10,3
uunuapHas
AncKnHe3us |
CUHOPOM
KaprareHepa
BpoxaeHHble 0,2-0,6
nedekTbl
KkpynHbix AN
DNedmuut 0,6-11,3
04-aHTUTPUNCHUHA
CuHapom 1-3
KENTbIX HOTTEen»

Cunapom FOHra 1-3
Indpchy3Hbii 1-3
NaHbPOHXMONUT
Wavonatuyeckune 26-53

MpuyuHa | npumeyanns

BupycHbie, 6akTepuanbHble, rpubko-
Bble, MUKoGaKTepuanbHble (06bI4HO
KnaccuchmumpyHTCs OTAENLHO)

Yawe Bcero - Mycobacterium avium,
Mycobacterium abscessus

M. tuberculosis

MNepBuyHbIe: 06Wmi BapuabenbHbIi
MMMyHOAE(ULIMT, araMmarnobynuHe-
musi, runep-IgE-cunapom. Bropuy-
Hble: XMMUOTepaniusi, UMMYHOCYyNpec-
CMBHasi Tepanus, 3NoKa4ecTBeHHbIe
HoBoobpa3oBanus, BUY / CNAL

KypeHue, JKCNO3ULMA PasNnYHbIX
areHToB

Het o6wenpuusToin npnuntbl B3

TWnepyyBCTBUTENLHOCTD
k Aspergillus fumigatus

[lo6poKayecTBeHHbIe ONYXOnH,
MHOPOZHOE Teno, yBenuyeHHbIe
nUMdaTnyeckue yanbl

Acnupauus MHOpPOAHOTO Tena,
acnupauys xenyao4HOro Copepxm-
MOro, UHransuua eakux BellecTs

PeBMaToMAHIN apTPUT, CapKONA03,
CHCTEMHas KpacHasi BONUaHKa,
cuHppom Llerpexa

fA3BeHHbII konuT, cuHapom KpoHa,
Lienuakus

Mytaums reva CFTR

HacnepctBeHHOCTb

CuHppombl Mapdana, MyHbe—KyHa,
Yunbamca-Kamn6enna

CBobopHas npoTeasHas akKTMBHOCTb
TNumdpatnyeckas o6CTpyKUMs
MpuymnHa HenssecTHa
Wanonatuyeckue BocnanutenbHble

3aboneBaHuns
N3BeCTHbIE NPUYNHBI UCKMHOYEHbI

Knunnyeckuin derotun

Tsxenas nH(eKUns B aHaMHe3e; knac-
cuyecku — B3 B 1 gone; KeHWMHbI cpen-
HEro Uy NOXMUIIOro Bo3pacTa C HU3KNUM
WMT; kucto3Hble B3 cpeaHeit gonu

U A3bIYKOBbIX CETMEHTOB; KaBUTaLHS;
«OepeBo B NOYKax»

YKeHWMHbI CpegHero Unu noXxunoro
Bo3pacta ¢ Hukum UMT; kuctosHble B
cpeaHei [OMM U A3bIYKOBbIX CErMEHTOB;
KaBUTaLUS; «AEPEBO B NOYKAX»

Yawe Bcero nopaxaeTca BepXHAA aons

Pa3nnyHas knuHuyeckas kapTuHa

B 3aBUCUMOCTY OT NPUYMHBI;

y NauueHTa B aHaMHe3e MoryT 6biTb
HepecnupaTopHbIe MHdeKLMn

OuKcMpoBaHHas 06CTPyKLNA GPOHXOB;
KypeHue B aHaMHe3e; HIKHUE [OMH;
uMnuHapuyeckue B3I

[nuTenbHbIl aHamHe3 BA; yacTbie
060CTpeHusI; HeTpochnnbHOE Bocna-
nenue [N

BA B aHamHe3e (He y Bcex); rycras
Mokporta; Saphylococcus aureus
B MOKPOTE; LieHTpanbHble B3;
neTyy1e MHUNLTpaThI

B3 B 1 gone

B3 B HUXHMX Jonax

PaannyHas KnuHMYecKas KapTuHa,
yacTo GrICcTponporpeccupytoLee
TeyeHue

PasnuyHas knuHu4eckas kapTuHa,
4acTo 0GUNbHasA MOKpOTa U YyBCT-
BUTENbHOCTL K KC

B3 BepxHeit gonu; P. aeruginosa
Unm S. aureus B MOKpOTE;
BHemero4Hble NposiBNeHus

B3 cpenHeit U HUXHEW AONN; PUHO-
CUHYCHT; MHGIEKLIMN CPEHEro YXa;
TPaHCNO3ULMs BHYTPEHHNX OPraHoB
(situs inversus) B HeKOTOPbIX Cry4asx

Cneuudpnyeckue 0cobeHHOCTH
B 3aBUCUMOCTY OT NaToNoruu

CoyeTaHue amcusembl n 63

[luctpodpmyeckine 3MeHeHUs! HorTen,
nneBpanbHbIe BbINOTbI, PUHOCUHYCUT

B3, puHocuHycut u 6ecnnoaue

B 0CHOBHOM nauueHTb! AanbHeBo-
CTOYHOI STHUYECKOW rpynnbl

Pa3nuyHas knuHuyeckas kaptuHa

Cneuuduyeckoe neyeHue

Cneuuquecxoe Tie4yeHue oTCyTCcTBYyeT

ABT

Cneuuquecxoe TeYyeHue oTCyTCTBYyeT

3awmecTutenbHas Tepanus Ig, ABIN
npouUnaKkTUYeckm, e4eHne 0CHOBHOTO
3aboneBaHus, ycTpaHeHue STPOreHHOM
MMMYHOCYNpeccuu

Cneuynduyeckoe neveHue oTcyTCTBYeT

WHransuuoHHble FKC, MOHOKNOHanNbHbIe
aHTtuTena k IgE v IL-5

T'KC £ npotuBorpubKoBbIE CPeAcTBa

YctpaHeHue 06CTPYKLMM C MOMOLLbLIO
BPOHXOCKONMM MNKM TOPaKanbHON
XMpypriu

TNorotepanus, pyHAONNMKALMSA, OTMEHA
Npenaparo., BbI3bIBAOLMX YXYALIEHHE

Cneuuquecme TeYeHue oTCyTCTBYET

WHransumoHHble u cuctemubie MKC,
neyeHne OCHOBHOro 3aboneBaHus

CHeLIVIaI'IVIIWIpOBaHHaﬂ MynbTuaucuunn-
HapHaa NOMOLUb B LieHTPaxX MyKOBUCLU-
£03a B3pOCblIX, pacno3HaBaHue 1 nevyeHne
BHeNeroYHbIx ﬂpOﬂBneHMﬁ, reHHasa Tepanus

BbifiBneHue v neyeHne conyTcTBYHOLNX
npo6nem (BKNKYas PUHOCHHYCHT, CPeAHUI
oTuT, Gecnnoaue, BHeMaToyHas bepemeH-
HOCTb), FeHETUYECKOe KOHCYNLTUPOBaHMe,
NoCTOSHHbIN KnupeHc AN

3aBHCUT OT OCHOBHOTO paccTpoicTBa

3amecTUTeNbHas Tepanus B HeKOTOPbIX
cTpaHax

Jleyenne HorTeid, Hanpumep, BUTaMuH E,
neyenune numdeaembl

HapyLwenue cTpyKkTypbl U thyHKLMKM
NOABWKHBIX PECHNYEK

Makponuap!

Cneuuquecxoe JieYyeHue oTCyTCTBYET

Mpumevanmne: HTMB - HetybepkynesHble mukobakTepum; B3 — 6poHxoakTasus; BIY - Bipyc nmmyHopeduumTa yenosexa; CrAL - cusppom nprobpeterHoro ummyHogedmunta; ABT - aHTi-
bakTepuansHas Tepanusi; ABI - aHT6akTepuansHele npenapartsl; XOBJT - xpoHudeckast obeTpykTBHas GonesHb nerkux; A — 6poHxvansHas actma; CFTR - cystic fibrosis transmembrane

conductance regulator; g — ummyxornobynuy; [ - gbixatensHsle nyTu; IL - uHtepneitku; MT — uHpekc maccsl Tena; TKC — miokokopTvkocTeponabl.
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Haxep Akaresia, WHranrssuun 7%-ro pactBopa HaTpusi xjiopuma +
0,1%-Hbli1 pacTBOp rMaTypoHaTa HaTPUsi) COCTOSIHUE OOJNIbHOW 3HAUU-
TEJILHO YIYYIIWJIOCh, YMEHBIIMINCH O0beM U BSI3KOCTb OTAEJISIEMOit
MOKPOTBI, TIOBBICKIACH TOJIEPAHTHOCTh K (PU3MYECKOit HarpysKke.

MocTuHeKUMOHHanA OPOHXOIKTa3NA

MHbekumonHas npupoja sIBASETCS BemyllUuM (pakTo-
poMm pucka B paszButum b3D. INMoctuHdekimonHas bO
pa3BUBACTCSI B pe3yiIbTaTe MepeHECEHHBIX MHMEKIIMOH-
HBIX 3a00yieBaHMI HIKHeTo otaeia 11, B T. 4. mHeBMO-
HUU, KOPU U KOKJIIOIIA, MPEeUMYILIECTBEHHO B JETCKOM
Bo3pacte. JIpyrue mMpuyrMHbI BKJIIOYAIOT TpaHyJeMaTo3-
HbIe 3a00JIeBaHUS JIETKUX WHOEKIIMOHHONW IIPUPOIHI,
HEKPOTU3UPYIOIIYI0 TTHEBMOHUIO Y B3POCIBIX, IPYIUe
nHbeKuoHHkIe 3a6oaeBanus JAIT [4].

Tepmun «moctuHdexkuronHas bO» B nurepatype
TUCKYTUpPYETCsI. B HEKOTOPBIX ciydyasx paccMaTpUBaeT-
ca 1 cepbe3Hasl nepeHeceHHass MHMEKLMs, B IPYyTUX —
peLMAUBUpYIOLIME pecnupaTopHble MHMekuuu. Yaie
BCEro 3TOT TEPMUH MCIOJb3YETCS Y MAMEHTOB C MHO-
JKECTBOM CHMIITOMOB ITOCJIC TIEPCHECCHHOM TSIKEIIOM
nHpexkuun JIT B gercrBe. OueBUAHO, YTO MHMEKIIMUS
SABJsIeTCS TpUuMHOi BD y mamueHTa, IMepeHeciiero
HECKOJbKO MHGEKIN (KOKIIOII, OCTPhIii afeHOBUPYC-
HBII OPOHXUOJIUT WU MHGUIIMPOBAHNE IPYTMMU KOH-
Taruo3HbBIMU MUKpoopraHusMamu). CiaeayeT OTMETUTb,
YTO MHOTME ciaydyau uauornatudeckux bD Moryt ObITb
MMOCTUH(EKINMOHHBIMI, BO3MOXHO, Ha (POHE TeHETHUYEC-
CKOI1 IIpeapacroioxXeHHOCTH [ 16].

Knuruyeckoe HabntodeHue Ne 2

TMauueHrT 49 ner, opuct no npodeccuun. C AeTCTBaA CTPALAET aJuIepru-
YeCcKUM PUHUTOM M BA, XOpoIlo KOHTpOIMPYeMOil Ha MPOTSKEHUH
JUTUTEJIbHOTO BPEMEHU, OTMEUEHO 2 00OCTpEeHUsl, MPU KOTOPBIX roc-
MUTAJIN3ALMs He MoTpedoBaiach. 3a MocjieIHue 2 roga OTMEUYeHO CHU-
JKeHUE TOJEPAHTHOCTH K (PU3MYECKO Harpy3ke U yCUJIEHME Kalllist
C OTHeJIeHUeM THOMHOI MOKPOTBI C TBEPABIMM CTyCTKaMu. BecHoit
U OCEHBIO HAOTIONATUCH 3 3HAUMMBIX PECIUPATOPHBIX OOOCTPEHUS
MPpU TJIOXOM OTBETEe Ha CTaHIApTHOE JieUeHHe MIIOKOKOPTUKOCTEPOU-
namu (I'KC) u ABII. Bo Bpemst 3THX 31M30[0B Ha pEHTIEHOrpaMMe
OT'K BBbISIBJIEHBI JieroyHble MHGUIBTPAaThl. OIHOKpPAaTHO MOTPedO-
BaJlach SKCTPEHHasl TOCMUTAIM3alMsl M3-3a [bIXaTeJIbHON HenocTa-
TOYHOCTH, B TeUeHUE | HeH. MoIyvana CUCTEMHbIE ¥ WHTATSIIUOHHBIE
I'KC. OnHako COCTOSIHME 3HAYMTEJbHO YIYyYIIMIOCH JIMIIb IMOCTe
OTKAIIUTMBAHMSI TYCTOM XKEJITOBATON MOKDPOTHI C TBEPIABIMU CTYCTKAMU.
TTpu uccnenoBaHUM JIErOYHON (DYHKIIMU BbISIBIEHBI OOCTPYKTUBHbIE
HapyuieHus Jjerkoi creneHu. [To nanHbiM MCKT OTI'K BbIsIBIEHBI
LeHTpasibHble BD B BepxHux monsax (puc. 2). B aHanuzax KpoBu
oOHapyXeHa TUMEPI03MHOMUINSI, TI0CIe Yero MpOBeICHBI
ceposiornueckue TecTol Ha Aspergillus. Oouwmit IgE >1100 ME / wmn,
crnieunduyeckue IgE x A. fumigatus — 75 KME / n, 1gG-anturena
K A. fumigatus — 220 mr / 1. YcranosneH nuarHo3 ABJIA, pekomeHmo-
BaHbI MPEIHU30JI0H B 103¢ 40 MI' B CYTKM U UTPAKOHA30JI.

Puc. 2.
LleHTpanbHbIe
LUJIMHIPUYECKUE
OPOHXO3KTa3UU

B BEPXHUX JOJISIX JIeT-
KX

Figure 2. Central
cylindrical bron-
choectacias in superi-
or lung lobes

Annepruyeckuit GpoHXONEroyHbIN acneprunnes

ABJIA — 310 BocnanurenbHOe 3a00/ieBaHEe, BRI3BAHHOE
TUTIEPYYBCTBUTEIILHOCTHIO K TIOBCEMECTHO PaCIIpOCTpa-
HeHHOMY TpuOKy A. fumigatus [17]. ABJIA game Bcero
BCTpevaeTcs y mamueHToB ¢ BA [18] u MykoBucummo-
3oM [19]. ABJIA sBnsercs npuunHoit 1—10 % ciydaes
BO [11, 20], HO TakXe MOXKET OCJIOXKHSTh paHee Cyllle-
crtBoBaBiyo bD. bonpmunacTBo ciiyyaeB ABJIA BcTpe-
yatoTcs B Bo3pacte 20—40 neT He3aBUCUMO OT TOJIOBOM
MPUHAIEXXHOCTH.

Kinunnuecku y maumeHTOB, cTpagatomux ABJIA,
MOTYT HaOJIIOIAThCS TaKWe CUMIITOMBI, KaK HEIOMOTa-
HUe, TTIOBTOPHBIE 03HOOBI, cyOdheOpuIbHAsT TeMIepaTy-
pa, moTeps Macchl Tejia, Kallejlb, THOWHash MOKpOTa,
cozepsKalast KOpUIHeBaTO-TEMHBIEC CITU3UCTHIC IIPOOKH,
IUIeBpajbHbIE 00N 1 KpoBOXapKaHbe [21].

OIMHOYHOTO TecTa WIM YHUBEPCAJbHO MPU3HAHHO-
ro Habopa KpuTepueB Wi nuarHoctuku ABJIA He cynie-
ctByeT. C 3TOI LEIbI0 UCMOJB3YETCSl OLIEHKA aHaMHe3a
00JIe3HN, KIMHUYECKNX, PEHTICHOJIOTUIYCCKUX U CEpO-
noruueckux ocooeHHocreit. [1pu mogospennn Ha ABJIA
cienyeT MPOBOIUTh OO aHATU3 KPOBU C MOICYETOM
303MHOGWIOB, aHanu3bl Ha obwwmii IgE, cneuunduue-
ckue IgE x Aspergillus, npeummurupytomue [gG-anTuTe -
na K Aspergillus, KOXHBI prick-TeCT K aHTUTEHY
Aspergillus |1, 22]. Boicokuii ypoBeHb obuiero IgE chiBo-
potku (> 1 000 ME / M) IBJISIETCSI OTJIMUUTETHHOM Uep-
toit ABJIA, a ero quHamMuka — HauboJiee MOJIe3HbIN TeCT
IIJIST OLIEHKU TIPOTHO3a MPHU MOCJIeAYIoIeM HaOII0IeHUN
[21]. PexomeHnmyeTcst cobiogaTh OCTOPOXHOCTH TpU
WHTepnpeTaunu ypoBHs obOmero IgE y maumeHTOB,
HemaBHO TMojiydyaBmmx TepopanbHbie ['KC, T. K. 31O
MOXXET MPUBOAUTH K €ro CHxXeHuw. KoHleHTpaius
cneuudnveckux IgE K A. fumigatus Taxxe TOBbIILIEHA
u 00Jiee YyBCTBUTEIbHA, YeM KOXKHBIN prick-TeCT K aHTH -
reny Aspergillus [22]. InarHo3 ABJIA Takxke moaTBepXK-
JaeTcs TPy 303MHODMINK TieprudeprudecKoii KpoBU U TO-
BbIlIeHUU ypoBHS IgG-aHTuten npoTtus Aspergillus [21].

MCKT ocobeHnHo nosiezHa npu guarHoctuke ABJIA,
T. K. IICHTpaJabHBIe BD SBISIOTCS KiIacCHMYECKUM IIPO-
SBJICHUEM OOJIe3HU Jaxe MpPU HaIMYUU Tepudepude-
ckux. Haubonee yacTto mopaxaroTcsl BepXHUE [OJH,
xotd BO Moryr obHapyxkuBaThcs BO Bcex mossax [23].
HomomautensupiMu  MCKT-nipu3HakaMu  SIBJISIIOTCS
CJIM3UCThIE MMPOOKU C TTOSIBJICHUEM «ITaJiblia B TIepUaTKe»,
TPpaH3UTOPHAsT KOHCOJUIALMSI, LEHTPUIOOYISIpHbIE
Y3eJIKH1, CBSI3aHHBIE C CUMIITOMOM <«JIEPEBO B ITOYKAX»,
aTelieKTa3, MO3aMJHasl KapTUHA W3-3a «BO3MYIIHBIX
JIOBYILIEK» MIPU BBIIOXE U (pUOPO3 — MpU TEpMUHATBLHOI
craguu 3adoseBaHus [21]. B HekoTopbix ciydyasx ABJIA
MOXHO BBISIBUTH 03 BO. Otinuusa mexny ABJIA, nuar-
HOCTHPOBaHHBIM cepojiorndecku, 1 ABJIA ¢ meHTpaib-
Hoit BD MoOXeT MMeTh MPOTHOCTUYECKOE 3HAueHUE —
CepoJIOTUYECKU TMarHoctTupoBaHHbIi ABJIA oTHOCUTCS
K J0OpoKaueCTBeHHOMY (heHOTHITY, XOTSI OOJTBITUHCTBO
9KCIIEPTOB CUUTAIOT ero IpeamiecTBeHHUKOM ADBJIA
¢ ueHTpanbHoit B3O [24].

Knunuueckoe Teuenne ABJIA BapuabdenbHo. Cy-
LLIECTBYET 5 0OIIeNpU3HAHHBIX CTaAUI 00JIe3HU:
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* | — BHepBBIe IMArHOCTUPOBAHHBIM aKTUBHBIN

ABJIA;

* Il — kIMHUYECKasl U ceposiornyecKasi pEMUCCHUS;

* Il — peuunuBupyommii aktuHbI1 ABJIA;

* IV —xponnuecknit 'KC-3aBucumsrii ABJIA;

* V — TepMuHaJIbHas cTaaus 3abojeBaHus ¢ GuOpPo3-

HO-MOJIOCTHBIMU MOpaXkeHUusIMHu [25].

ABJIA BaxHO BBISBJISITh B PAaHHEN CTaauU, MMOCKOJIb-
Ky TOCJIe Havasia JIeYCHHST IIPOrpecCUpylolnee MOBPexk-
JIEHUE JIETKUX HaOImoaaeTcst pefako [24].

IIpu neyenun ABJIA anpoOUpoOBaHbI JIEKapCTBEH-
HbIE TpenapaThl pa3HbIX IPYII — CUCTEMHbIE U UHTaNIsI-
mmoHHbIe ['KC (¢ 11empio yMeHbIIIeHNS] BOCTIAIMTEIIFHO-
ro oOTBeTa), IPOTUBOTPUOKOBBIE MpemnapaThbl (s
CHIKEHMST aHTUTEHHOI Harpy3Ku U MOBTOPHOI UMMYH-
HOH peakuuu) U OMaiu3ymMad — TyMaHU3UPOBAHHOE
MOHOKJIOHaJIbHOE aHTuTeno rpotuB IgE [26]. Jleuenne
ABJIA 0OBIYHO HAaUMHAETCS C BBICOKMX 03 Mepopaib-
Heix ['KC (Hanmpumep, 40 wiu 50 Mr mpeaHu30J0HA
B CYTKH) CO CHIKCHHMEM 03Bl B TEUCHNEC HECKOJIBKUX
MeCSILIEB U MOHUTOPUHTOM YypoBHs obiero IgE u knu-
HUYECKUX CUMIITOMOB [2].

ITpu pemuccuu ABJIA HaGmomaercst yaydileHue
KJIMHUYECKHUX CUMIITOMOB, CHUXXKEHMUE YPOBHSI OOLIEro
IgE B ceiBOpOTKe, pa3pelieHne MHPUIBTPATOB HA PEHT-
reHorpaMMme W yiydiieHue QyHKIun jJerkux [26]. Ipu
OTCYTCTBUM OTBETa Ha JIEYEHUE CJEAyeT PacCMOTPETh
KOMOPOMIHbBIE COCTOSIHUSI WJIM aJbTepHATUBHbBIC IU-
arHo3bl. MMH@ekunmoHHble obocTpeHus BD cBs3aHbI
C KalluleM, OJBIIIKON M 3aKyIOPKOW CJIU3bIO, TO3ITOMY
OTpeNeIUTh MPUUUHY TTPOTYKIIMA MOKPOTHI CJIOXKHO —
OakTepuanbHasg WHOEKUUS WA aJIepruyeckasi peak-
1Ius.

Ponb npotuBorpuokoBoro neyeHus npu ABJIA npo-
TUBOpeunBa. PaHee 1Mo JaHHBIM IBOMHOTO CJEMOro paH-
JIOMU3MPOBAHHOTO KOHTPOJUPYEMOTO MCCIEI0OBAHUS
MIPOAEMOHCTPUPOBAHO, YTO OTBET HA JICUCHUE, OIpec-
JsieMoro 1o cHikeHuto no3el [KC > 50 %, 6bu1 6osee
OBICTPBIM Yy TALMEHTOB, MPUHUMAIOIINX KOMOWHALIMIO
I'KC u utpakoHa3oJjia 1o CpaBHEHMIO C TIPUEMOM TOJIb-
ko I'KC. TIlpenmomaraercs, 4TO WUTPaKOHA30J MOXET
ObITh Mcroab3oBaH B KauecTBe ['KC-crmapuHr-areH-
Ta [27]. MHOrMe KJIMHUIMCTBI UCIIOIB3YIOT UTpaKOHa-
301 B koMOuHauuu ¢ I'KC mpu HavaiapHOU Tepanuu
ABJIA, ogHako moka3aTelbCTB 3(PPEKTUBHOCTU ITOI
KOMOMHAIIMU HEIOCTaTOYHO.

ITo pesynbrataM HeJaBHO MPOBEIESHHOIO PaHAOMU-
3UPOBAHHOTO KOHTPOJUPYEMOTO WCCJIENOBAHUS BBISIB-

JIEH CXOJHBII OTBET Mo ypoBHIO obiiero IgE u yacrore
00OCTpPEHUIT MpPU HayaJlbHOM MOHOTEpAnuM MPeTHU30-
JIOHOM MO CPaBHEHUIO ¢ UTpakKoOHa30JoM. Takum obpa-
30M, YMEHbIIIEHUE TPUOKOBOI HArpy3KU UTPAET BAXKHYIO
POJIb HApsITy C YMEHBIIIEHNEM aKTUBHOCTH BOCTIAJICHUS
[28]. B HacTosiiee BpeMst HET yOeAUTEIbHBIX TaHHBIX O
MOHOTEpAalMu MPOTUBOIPUOKOBBIMU TIpernapaTaMu,
KOTOpbIE 00JIANal0T TaKUMU TMOOOYHBIMU 3(PdekTamu,
KaK TeMaTOTOKCUYHOCTh M (DOTOIYBCTBUTEIBHOCTD,
a TaK>Ke CJIOKHBIMU JIEKAPCTBEHHBIMU B3aUMOICUCTBUSI -
MU. B yacTHOCTM, MaliMeHTaMm, MoIyJyarouM UTpakoHa-
30JI, HE CJIeAyeT Ha3HA4YaTb WHTUOUTOPHI MPOTOHHOM
ITOMIIBI, TOCKOJIBKY IS abcopOImMm WTpaKOHa30Ja
HeoOXxoauMa Kucias cpena.

Knuruyeckoe HabnrodeHue Ne 3

[Mauuent 29 ner. C camoro poxxneHus: HabJIIoAaIMCh PeCIMpaToOpHbIe
MpoOJIeMbl, Ha 1-M rOLy XXU3HU B BBISIBICHBI IEKCTPOKAPIMS U TTOJIHAS
TPAHCITO3WIIUSI BHYTPEHHUX OPraHOB, AMATHOCTUPOBAH CUHAPOM
Kaprarenepa; 2 pasza B ol MpoXOau CTAllMOHAPHOE JIeUeHUe, TOITy-
yas ABIT 1 MyKoakTHBHYIO Teparnuio, caHallMOHHbIE OPOHXOCKOTMUU.
B 2012 u 2014 rr. nepeHec IByXCTOpoHHIOK THeBMOHMIO. C 2015 T.
Habmonaercs B kinHuke MenepanbHOro rocyaapcTBEHHOTO OIOIKET-
HOTo 00pa30oBaTeIbHOTO YUYpEeXIEHHUs] BbICLIEro 0Opa3oBaHUs
«Poccuiicknii HallMOHAIBHBIN MCCIENOBATEIbCKUN METULIMHCKUML
yHuBepcuteT uMenu H.W.TTuporoBa» MuHuUCTEpCTBaA 3IpaBoOOXpaHe-
Hust Poccuiickoit ®@enepaunu. [Mpu vccaenoBaHUM JIETOYHOM (DyHK-
LIMU BBISIBJICHBl PE3KOBBIPAKEHHbIE OOCTPYKTUBHBIE HApYyLUEHHUS,
«BO3IYUIHbIE JIOBYLIKW», CHUXEHUE OU(PDY3MOHHON CrOCOOHOCTU
nerkoit creneHu. [lpy MCKT OI'K BbisiBJ€HBI MHOXECTBEHHbIE
LWJIMHIPUYECKUE OPOHXOIKTa3bl, OPOHXMOJ0IKTA3bl B OOOMX JIETKUX
(puc. 3). [lpu MCKT npumaToyHbIX Ma3yx HOca — aruia3usi JIOOHBIX
rnasyx, UCKpPUBJIEHHME HOCOBOil Meperopoiku. B KynbType MOKpOTBHI
BoineneHbl H. influenzae i P. aeruginosa; moydan munpodIokcaIH,
KOJMCTUMETAT HATpusl (MHTaisaironHo). B 2016 r. nmpoBeneHa BaKIM-
HalMsl MPOTUMB IMHEBMOKOKKOBOW MHbekuuu. B 2017 r. no nosopy
0OMIBHOTO KpOBOXapKaHbsl B ['ocynapcTBEeHHOM OIOIKETHOM YUpex-
NIEHUU 30paBooxpaHeHus ropoaa Mocksbl «HayuHo-uccienoBaresb-
CKMI MHCTUTYT cKopoii mnomoumu umM. H.B.CkiaudocoBckoro
JlenmapraMeHTa 3ApaBOOXpaHEeHUsi ropoaa MOCKBbBI» IMPOBOIMUIACH
sMmbonn3auus OpoHxuaibHbIX aprepuit. B 2018 r. mepeHec mHeBMo-
HMIO cieBa. [1oCTOSIHHO ToyyaeT KOMOWHMPOBAaHHbIE IMPeraparhl
(cMMMaTOMUMETHUYECKIE Tperaparhl JTUTEIHOTO NeHCTBUSI + WHTa-
nsionHble [KC), M-X0TMHOIUTHYECKY10, MyKOAaKTUBHYIO TEPATHIO,
Kypchl aHTHOakTepuaibHoil Tepanuu (ABT), peryisipHo — pecrniupa-
TOPHYIO (PU3MOTEPANUIO, JIETOUHYIO peabunuTanuio. Ha stom doHe
COCTOSIHUE MalMeHTa CTaOUIN3UPOBATIOCh.

LiunnapHas gucdyHkuma
(nepBMYHas uMnNMapHasa ANCKUHE3NS,
cuHapom KaprareHepa)

IlepBuyHas umnuapHas mnuckuHesus (ITLLL), panee
WU3BECTHAST KaK CUHIPOM HETIONBUKHBIX PECHUYEK, TTPE/I-

Puc. 3. MynbTucnpanbHas KOMIBIOTEP-
Hasl TOMOTrpaMMa OpraHOB I'PyIHOM
KJIETKU: A — IEKCTPOKapIus;

B — umnuHapuyeckre OpOHX03KTa3un

1 OPOHXMOJI09KTA3bl B HIDKHUX JOJISIX
000HUX JIErKUX

Figure 3. The multispiral computed
tomography of thoracic organs: dextrocar-
dia (A); cylindrical bronchoectacias and
bronchiolectacias in the lower lobes of
both Iungs (B)
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CTaBJIsIET COOO0I HAapyIIEHNE CTPYKTYPHI ¥ (DYHKIIUM TTOM-
BWKHBIX PECHUYEK, KOTOPOE MPUBOIUT K XPOHUUYECKO-
MYy OTOCHHYCHO-MYJIbMOHaJIbHOMY 3a0osieBaHuio. TTLLJI
TIPOSIBJISIETCST PECITMPATOPHBIMU PACCTPOICTBAMU, TIO-
CTOSTHHBIM KaIllJIEM U 3aJIOKEHHOCTBIO HOCA C paHHETO
nerckoro BospacTa. M.Kartagener B 1933 1. BIepBbIe
onuvcaa KIMHUYECKU CUHIPOM, BKITIOUAIOIIMIT TpUamLy
(xpoHuueckuit cunycut, b u situs viscerum inversus),
a P.Camner B KauecTBe IIPUYMHBI 3TOTO CUHIPOMA BIIEP-
Bele B 1975 r. mpeamosoXua LUIMapHYIO AUCKUHE-
3uio [29].

TT1JI — penkoe reHeTHYeckoe 3a00eBaHuE C pacpo-
CTpaHEHHOCTBIO TIpuOIM3uTeabHo 1 @ 15 000 HOBOPOXK-
neHHbIX [29]. T BbI3BIBacTCS ayTOCOMHO-PEIICCCUB-
HBIMU WK X-CHEIUIEHHBIMU MyTalusiMu B 1 U3 Gojee
yeM 35 reHOB, KOTOpbIe MPUBOIAT K (DYHKIIMOHATBHBIM
U / WUIA CTPYKTYpHBIM nedekTaM pecHudek [30].
[MonBuxkHbBIE PECHUYKM TIPEACTABISIOT COOOI crerua-
JIN3UPOBAHHBIE CTPYKTYPHI, MPUCYTCTBYIOIINE BO MHO-
T'UX TKaHSIX, [T0O3TOMY UX HETIOABUKHOCTD WIN HeaPPeK-
TUBHOE OMEeHWE IMPUBOIUT K CUCTEMHOMY 3a00JICBAHHIO
C TeTepPOreHHbIMU TpH3HaKaMu. B BepXHUX M HUKHUX
ATl HemocTaTouHast MOIBMXKHOCTh PECHUYEK TPUBOIUT
K YXYOIICHWIO MYKOLUIMAPHOTO KJIMpEeHCa, KOTOPBIit
3aIycKaeT «[TOPOYHBII Kpyr» BOoCIaJeHUs M MH(MEKIINH,
YTO TPUBOIUT K XPOHUUECKOMY PUHOCUHYCUTY U Cpel-
HEMy OTUTY, Tporpeccupytoleii ooctpykuuu HI1, BO
1, B KOHEYHOM WUTOTe, — JBIXaTeJIbHOIl HEIOCTATOUHO-
ctu [31]. [TockoabKy MOpUOHATIbHEIE Y3I0BBIE PECHUY-
KM TakXXe MOTYT ObITh HETOPa3BUTBIMU, MPUMEPHO
y 50 % manuenToB HaOIIODACTCS Situs viscerum inversus
(TToTHAsT TPAHCITO3WLIMSI BHYTPEHHUX OPTaHOB) M TeTe-
porakcusa. [Ipu cunmpome KaprareHepa situs inversus
COMPOBOXKAAETCS XPOHUUECKUM cuHycutoM u bD [31].
KTyTuku criepMaTo30MI0B U PECHUYKM (DaJITIOMMEBBIX
TPyO MMEIOT OOIINEe aKCOHEMHBIC CTPYKTYPHI, TTO3TOMY
0oJIbIIIas YaCTh MY>KYMH U 3KeHIIUH, cTpanatoiux [TLJI,
oecrutonHsI [32].

HuarHoctuka ITLJI aBiaseTcsa coxXHO#, HEKOTOpbIe
MTUATHOCTHMYECKHE TECTHI JOCTATOUYHO JOPOTHE VUIU Tpe-
OYIOT BBICOKOTO YPOBHS 3HAHMIA, BBITTOIHSIOTCS TOJBKO
B CIIeLIMAIM3UPOBAaHHBIX lIeHTpaX. CorjaacHO peKOMEH-
nmauusMm ERS, nuarnocruka INTLJI BkitoyaeT uamepeHue
NO B HazaimbHOM Bo3ayxe (nNO) u wucciaenoBaHue
YaCTOTHI M TIaTTepHA OMEHMST peCHUYEK COCKO0a CO CIIM-
3UCTOI 000JIOUKU HOCA C TTIOMOIIIbIO BBICOKOCKOPOCTHO-
ro BuneoaHanusa [1]. Jag moaTBepxkneHUs AuUarHosa
HCIIONTb3YETCST OICHKA YIbTPACTPYKTYPHBEIX He(PEKTOB
PECHUYECK C IIOMOINBIO TPAaHCMUCCHOHHOM 3JICKTPOH-
HOM MMKPOCKOITMU WU TeHETUYECKOTO TeCTUPOBAHUS,
KOTOpHBIe MO3BOJISIIOT 0OHapyXuTh TTLIJI co cneuunduu-
HocThio 80 1 70 % cooTBeTCTBeHHO. B TocnenHee Bpemst
TaKKe MCTIOJIb3yeTCsl OOHAPYXKEHNE IIMINapHBIX 0EJTKOB
Ha PECHUTYATBHIX KJIETKaX PECIMUPATOPHOIO SMUTEIUS
¢ momol1Ipio uMMyHodoopecueHuu [33]. B pykoBoa-
ctBe ERS tectupoBanue na IILJ] orpaHuuuBaetcs
JINIIAMHA ¢ TaKUMHU KIMHWUYECKUMU TIpU3HAKaMU, KakK
TOCTOSTHHBIN MTPOMYKTUBHBIN KallleJib ¢ AETCTBA, XPOHM-
YECKUI pPUHOCUHYCUT, MATOJIOTUSI CPETHETO yXa C MoTe-
peii cityxa Wi 6e3 TaKOBOU, Situs inversus, BpOXIEHHbIE
TMOPOKMU CepAlla W HEOHATaJIbHBI PEeCHUpPATOPHBIN

nuctpecc-cuHApoM [1]. Bee aTu KnHu4YecKue mposiBiie-
HUS BKJIIOUEHBI B TMPEIMKTUBHYIO IIKAaTy BBISIBICHUS
ML (PICADAR) — meton nuarHoctuku ITH y nauu-
€HTOB C ToaxoAsmumu cumntomamu [34]. Ikana
PICADAR u ananu3 nNO gBISIOTCS NMPOCTHIMU JIJIST
BBITIOJIHEHUST TeCTaMU B MYJIbMOHOJOTMUECKMX OTIese-
HUSIX, B TO BpeMsI Kak JajibHeiilee o0caen0BaHe JOJIK-
HO MPOBOAUTHLCS B CIHEUMAIM3UPOBAHHBIX LIEHTpax
C OITBITOM BEICHUS TaKMX MAllMEHTOB. BaskHO OTMETHUTB,
yTo ypoBeHb NINO YacTo UCITOIb3YeTCs B KaUeCTBE CKPH-
HuHrosoro Tecta [TLJI, XO0TsI B HEKOTOPBIX Clydasix OH
MOKET OBITh HOPMAaJIBHBIM.

Y 6onbHbIX ¢ momo3peHueM Ha ITLJI npu nposene-
Hun MCKT BuisiBasiercst bD npenmyliecTBEHHO B Cpeli-
Heli foJie, sI3bIYKOBBIX CErMEHTaX U HUKHUX JOJISIX JIer-
KHAX C XapaKTepPHBIM ILIEHTPAIbHBIM WU TUMDOY3HBIM
pacrpoctpaHeHueM. Kak ciemyer n3 matopu3noI0TUI
3abosieBaHUs, TSKeCTh BD yBenmumuBaeTcst ¢ BO3pacToM,
XOTsl naHHble o0 Koppeasiuuu mexay MCKT-naHHbIMU
" (PyHKIMEH JTeTKUX ITPOTUBOpeUYnBEI. [ToMUMO M3MeHe-
HUI B MapeHxume Jierkux, rnogo3penue Ha I[1LIJ1 BbI3bI-
BalOT Situs inversus, TeTEPOTaKCUS U BPOXICHHBIC ITOPO-
K1 cepaua. BopoHkooOpaszHast aedopmamusi rpyaHoi
KJIETKU BcTpeuaeTcs B 9 % ciayuaes [35].

Jwuarnoctuka I[1L/] ssBisieTcst cioxKHOM 3agaveit, T. K.
MpU 3TOM MYJIBTUCUCTEMHOM 3a00JIeBaHUU TpeOyeTcs
cneuu@UUIecKrii 1 MeXXIUCUMIIIMHAPHBIM KOMaHIHbIN
MOAXO0J, BKJII0Yasi TeHETUYECKOe M PerpoayKTUBHOE
KOHCYJIFTUPOBAaHNE B CIEHMATM3UPOBAHHBIX IIEHTPaX
[2, 29]. ITpu neyenuun 6onbHbIX [T 1 BD ocobeHHO
BaxxeH kimpeHc JI1. 3HaumMocCTh paHHel MTOCTaHOBKU
JIMarHo3a MoA4YepKuBaeTcs TaHHBbIMU, CBUIETEJILCTBYIO-
UMY 00 YXYIIICHUN JITOYHOI (DYHKIIMM U BBICOKOI
obcemeHeHHocThIo 11 P. aeruginosa y maliieHTOB cTap-
X BO3PACTHBIX rpymir [36, 37].

Knurudeckoe HabmodeHue Ne 4

[NaumenTka 76 JIeT ¢ yCTaHOBIEHHOM nanonarudeckoit 9. Hecmorps
Ha eXeIHEBHO MPOBOAMMBIC MPOLEAYPBl MO YIYUIIEHUIO KIMpeHca
JT1, otmeuanuch 3—4 060CTpeHUS B TOM B TEUCHUE MTOCTSTHUX 3 JIeT.
AHanu3bl Ha kosutareHo3bl, HTMB, ABJIA u npyrue uHdekuum —
OTPUIIATENILHO, B TTOCEBAX MOKPOTHI OOHapyXeHa IMepCHUCTUPYIOIIasT
undexuus P. aeruginosa. HecMOTpsi Ha aKTUBHBIE METONBI TPaxeo-
OPOHXMAJBHOIO KJIMpPEHCa U yAaJeHMsl CeKpeTa, Y Hee COXpaHsulach
TPOIYKIUSI MOKPOTHI B OOJIBIIOM 0OBeMe. DTO OMHO U3 OCHOBHBIX
nposiBiaeHuii BD, npexne Bcero npu 060cTpeHusix 6one3Hu, a P. aeru-
ginosa — HanboJiee YyacTblit BO30yauTeb pU Tskenoit bD B mupe.

Ha puc. 4 npuBenensl paziuunbie MCKT-denorunsr b3. Lu-
muHapudeckue BD — Hambosiee pacrpocTpaHeHHBIN Mopdosoruie-
cKuii marTepH, ooHapyxuBaeMbiii mpu MCKT [38], pacrnio3Haetcst o
AQHOMAJIbHOI JulaTalli OPOHXOB C PABHOMEPHBIM KaTMOPOM U OTCYT-
CTBHEM CyXeHWs Ha Tiepudepuu (CUMIITOM «TpaMBaifHbIE PEJTbCHI»)
(cM. puc. 4A). Bapuko3Has (BepeTeHooOpa3Hast) bD nuarHoctupyercs
TOJIKO B TMPOMOJIbHOM TUIOCKOCTH, XapaKTepu3yeTcsl YeperoBaHueM
Y4YaCTKOB PACHIMPEHHOTO U CY>KEHHOTO ITpocBeTa OpOHXOB (cM. puc. 4B),
TOra Kak KucTo3Hasl (Meworyarasi) b npeacrapisier coboii MeloT-
4yaTylo MTWIATAIMIO MTPOCBETa OPOHXOB, KOTOPYIO MOXHO MPOCIIEAUTh
MOYTH 10 TTIOBEPXHOCTH TUIEBPHI (M. puc. 4C).

Jlokanuzanust 1 pacrpocTpaHeHUE TaKXKe SBIISTIOTCS
KJIIOUEBBIMU TIpU3HaKamu mpu oieHke bD. Jlokanu-
3oBaHHasg bD, ocobeHHO B 1 gose, BBISIBISIETCS TpU
OOCTPYKTUBHBIX HapylIEHUsSX U TOCJe TMepeHEeCeHHOM
JieroyHoit nHdexuuu (puc. SA). Takke MOXHO 0OHapy-
JKUTH TOJIOCTUA, OCOOCHHO TTOCIIe TIEPEHECEHHOTO TyOep-
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Figure 4. Bronchoectasia pheno-
types identified by multispiral
computed tomography scan:
cylindrical bronchoectasia in the
inferior lung lobes (A); varicose
bronchoectasia in the inferior
lung lobes (B); cystic bron-
choectasia in the inferior lobe of
right lung (C)

Puc. 4. ®eHoTumnbl OPOHXOIKTA3UIH, BBISIBIEHHBIE TIPU TIPOBEACHUY MYJbTUCIIUPATBLHON KOMIIBIOTEPHOI TOMOTpadun: A — HUJIUHAPUYECKUE
OPOHXOIKTA3MH B HUKHUX JTOJISIX JIETKUX; B — BaprKO3HbBIe OPOHXOIKTA3MK B HISKHUX TOJISIX JIETKUX; C — KMCTO3HBIE OPOHXOIKTA3MH B HUKHEH

JI0JIE€ TIPaBoOTo JIETKOTO

A
Kyne3a u mpu HTMBbB nerkux. /Ipyroii yactoit HaxoaKoi
SIBJISIETCSl HAJIMUME CIU3UCTBIX MPOOOK B repudepuye-

ckux JII1, xoTtopsie MoryT cosmaBaTb V- U Y-3aTeMHe-
HUS (CUMIITOM «I€peBO B MoYyKax») (cM. puc. 5B).

TaKTuKa BeieHNs NaLMEHTOB C YacTbIMM
060CTPEHNAMM BPOHXO3KTa3UM

YacTtbeie 060CTpeHMS JOJIKHBI MOOYKAATh K MIEPECMOTPY
BCEX METOAOB JIEUEHUS W JIETOYHOW peaduWIUTaluu,
BKJTIOYAsl TIPOBOAMMBIC METOMBI YJIYUIIEHUS] KJIMpEHCca
JIT, mOBTOPHYIO MUKPOOHOJOTMI0O MOKPOThI, aHAJIU3bI
Ha HTMB, ABJIA u oGecrieueHue BbISIBICHUST BCEX BO3-
MOXHBIX MPUYUH U COMYTCTBYIOIIUX 3a00JICBAHUIA.
YcuneHne ae4eHNs TODKHO OXBaThIBaTh BCE KOMITOHCH-
TBI TTOpoYHOTO Kpyra Koyna, Bkitouast 60pb0y ¢ 6poHX0-
JIETOYHOU MHMEKIMelH, KIUPEeHC CeKpeTa U MoBpexIe-
Hue I1. B KoHTpoaupyeMmMblX M HaOJIOgAaTEIbHbBIX
HCCIIEIOBAHUAX IMOKa3aHO, YTO METONBI, TIPU KOTOPHIX
YMEHBIIIAeTCsl YaCTOTa OOOCTPEHUM 1 YIydIlIaeTcsl Kaye-
CTBO XXM3HH, BKJI04YaloT Makpoaunbl [39, 40], unrans-
nuonHble ABIT [41—43], MyKoaKTUBHBIE TpeNapaThl
(Hampumep, HeOyJIM3WMPOBAHHBIC COJICBBIC PACTBOPHI,
MaHHUTOJI, TUTIEPTOHUYECKUI pacTBOP XJIOpUIA HATPUSI
+ ruamypoHoBast kuciora) [44—46], kmupenc HAIT [47,
48] u nerounyto peadbunuranuto [49, 50]. Bce aTu npuH-
el JledeHnsT BO paccMmarpuBaloTcsl B pyKOBOICTBE
ERS [1]. Pexomenpanus 1-it nunum npu B3O ¢ nmepcuc-
TeHuueir P. aeruginosa ¢ 4acTbIMU OOOCTPEHUSIMU —
unransgunonusie ABIT [1, 43], 1 manueHTKe ¢ uauona-
tueckoit B, mpencraBieHHON B KITMHUIYECKOM HAOJIIO-
neHumn Ne 4, Hauata Teparnusi KOJUCTUMETATOM HaTpUs
2 pa3a B AeHb. C 1ieJbl0 TTOBBIIIEHUS] MyKOLIMIUAPHOTO
KJIMpEHca K JIEYeHUIO NOOABIEHBI €KeTHEBHbBIE UHTAJIS-
i 7%-ro runeproHmyeckoro pacrsopa + 0,1%-Hbrit

Puc. 5. MynbrucnupaabHasi KOMIbIO-
TepHast ToMorpacusi OpraHOB TPYAHOM
KJIETKU: A — JIOKaJM30BaHHas OGPOH-
X09KTa3ust; B — monoctu, ciusucreie
l'[pOGKI/l U CUMIITOM «IE€PEBO B ITOYKaAX»
Figure 5. The multispiral computed
tomography of thoracic organs: localized
bronchoectasia (A); cavities, mucous
plugs and the tree in bud symptom (B)

pPacTBOp TMAJypOHOBOIM KHCJIOTHI. DT BMeEIIATeIbCTBA
TIPUBES K CHUXKEHUIO YaCTOThl OOOCTPEHU 1 yJTydIile-
HUIO Ka4eCTBa KU3HM.

BaxHoii mpobieMoit Tpu Je4eHUU MHTAISILIMOHHbBI-
mu ADBII saBasieTcss pucK BOZHUKHOBEHMSI OpOHXOCIIA3-
Ma, pasBuBalolierocst mpumepso B 10 % ciayuaes [41],
U eXeTHeBHAas HeOysali3epHas Tepamus, KOTopas 3a-
HUMaeT HeKoTopoe BpeMs. Pa3BuTue pe3umcTEHTHOCTHU
Kk ABII Takke mpenctaBisieT coboil TeopeTHUYECKUIA
pUCK TIpU JIIOOOM JUIMTEIbBHOM TPOTUBOMUKPOOHOM
sneyeHnn. [1pm HeOymaii3epHOI Tepanuu HECKOIBKUMU
npenaparaMy U MOCTOSTHHOM MCIOJIb30BaHUU METOIOB
yaydmeHus: kaupeHca Il jeuyeHue yTsxkensieTcs, yBe-
JIMYMBAETCSI PUCK HECOONIONEHUS TalMeHTaMu Jieueo-
HBIX peKOMeHIalit. MaKpoIuabl SBISIIOTCS pa3yMHOI
aJIbTEPHATUBOI, XOPOIIIO MEPEHOCATCS, HO UMEIOT MEHb-
1Ie T0Ka3aTeJIbCTB TPU JICYEHUU TEePCUCTUPYIONIEH
uHbexuuun P. aeruginosa [39, 40]. Kpome Toro, 10 Haua-
Jla Tepanmny MaKpOJUAaMKU BaXXHO MCKIIOYUTH 3a00-
neBaHus, Bbi3BaHHble HTMDbB, Bo m36exkaHue BO3HUMK-
HOBeHUST pe3ucTeHTHOCTU. [loapoOHoe obcyxkaeHue
JieyeHus1 bO BBIXOAUT 32 paMKU JaHHOTO 0030pa.

3aknoyeHue

B mocnegHue rombl oTMe4aeTcs pacTyUIMil MHTepec
K B3O Kak B HayuyHBIX KpyTax, TakK M y IMPaKTUKYIOIINX
Bpaueil pa3HbIX crienuanbHocTeit. MeTtonbl rurneHs! 11T
u ABT mpu 00OCTpPEHHUSIX OCTAIOTCS «KPaeyrojJbHbIM
KaMHeMm» JedeHus bO. BuisiBnenue stuosorun bO
MOXKET CYIIIECTBEHHO MOBIMUATH Ha JICUCHUE U TIPOTHO3,
3aMeUIMTh TporpeccupoBaHue 3adoseBaHus. Ilo maH-
HBIM COBPEMEHHBIX PYKOBOJICTB, B CBSI3U C OTCYTCTBUEM
nHbopMaluu 00 3KOHOMUYECKON 3DdEeKTUBHOCTU
PYTUHHBIX OOCIICIOBAaHUIA TIPU YCTAHOBJICHUU IPUYNH

http:/ljournal.pulmonology.ru/pulm
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BD nns BBISIBICHUS Takux 3a00jieBaHUM, KaK MYyKO-
Bucuunos, [T, HTMBbB u ap. pekoMeHayeTcsl UCIOJIb-
30BaTh KJIMHWYECKOE CYXIeHWE M paclio3HaBaHUE
(eHOTUTNIOB MAalMEeHTOB. B 1iensx noBbieHus: 3¢ dek-
TUBHOCTH JICUEHUST BpauaM CJIEAYEeT XOPOIIO OPUEHTU-
poBaThcs B KiuMHM4Yeckux nposBaeHusix 1 MCKT-oco-
o6eHHOCTSIX B3O, KOTOpbIE MOTYT OKa3aTh CYIIECTBEHHYIO
TIOMOIIb TIPYW TOAO3PEHUN W BBISIBJICHUM KOHKPETHOMU
TPUYMHBI 3200JIEBAHUSI.
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