SOOHOIOTHS 1 SITH/IEMHONION St HH(EKIMOHHBIX oclokHeHn# y 6onsHbix MB 125

)EMONOrUS U AMUAEMMOSIOTUS
OHHBbIX OCJIOXHEHWI Y BOJIbHBIX

eMMOIOr1s XPOHMYECKOM MHPEKLMM NErkKnX y 601bHBIX
MA030M

2, Yepryxa M.1O.,

UM MUKPO(ITIOPB! HIDKHUX JIbIXaTEe/IbHBIX MyTEH PasiiIHbIX BO3PACTHBIX TPYTIT
x MykoBrciio3om (MB), uccenoBareissMy yCTaHOBJICHO, YTO OCHOBHBIMU BO3-
POHIYECKOH MH(pEKIMK JeTkuX sBisotes P. aeruginosa, S. aureus v H. influenzae.

M OCHOBHBIM BO30Y/MTEIEM CTAHOBHTCS CHHETHOMHAs najouka. B mocieanee
- KIMHUYECKYIO 3HAYUMOCTH MPHOOPETAOT HE(EPMEHTHPYIOIIHE TPaMOTpHLIa-
wopranmmbl (HPOB) — Burkholderia cepacia complex (Bec), Gakrepun pona
= Stenotrophomonas maltophilia w npyrue [3], a Takxe HeTyOepKyle3HbIe
gist (HTMB), rpuGsi posa Aspergillus, KOTOpbIE BBIIEIAIOTCS y OONBHBIX MYKO-

3 GoJ1ee B3POCIIOM BO3PACTE MOCIIE MHOTOKPATHOIO JIedeHus aHTHOnoTnkamu [4].

& 8036yaMTENU XPOHMHECKOH MHDEKLMM Y BOMBHBIX MyKOBUCLIMAO3OM

BeAeHUN MHKPOOHONOIHYECKUX MCCIIeN0BaHNii 06pa3oB MOKPOTHI OT JeTeid,
icq Ha amOynaTopHoM JiedeHuH B MOCKOBCKOM LIEHTPE MYKOBHCIN/1032, yCTa-
], 410 MUKpOOpranu3Mbl GbuTH BhLIENeHb! y 61,9% neteii B Bospacte 10 1 rona,
Bospacte 1-4 rona, y 93,8% — B Bospacte 5—7 net u B Bo3pacte 8—14 u 15-18
weif. DTO CBHIETEILCTBYET O TOM, YTO KOJIOHM3ALHUs JIerkuX GOIbHBIX MYKOBHC-

KPOOPraHU3MaMi HAYMHAETCsS (PAKTUHECKH C NEPBBIX JAHEH N0CE POKACHUS 1
aKCHMyMa Yoke K 5 roiaM skushu. TIpu 9ToMm, eciu B rpymne Jerei 10 1 roxa
geTcs TobKo y 28,6% neteid, a P. aeruginosa —y 19%, To B Bo3pacre 57
cradmiokokk obHapyxkeH y 87,5% nereii, a P. aeruginosa —y 31,2% nerei.
oM, B Bospacte 10 1 roza 6onee gem y 1/3 GonbHbix MB HIKHHE JbIXaTE/IBHBIC
obceMeHeHbl MUKPOOPraHM3MaMHi, B Bo3pacTe 1—4 JieT HIKHUE JIbIXaTe/IbHbIC
WeHEeHBI 10UTH Y Beex 6onmbHbIX (92,9%), a k 8-18 romam — y 100% GonbHbIX.
eckas cTadHIOKOKKOBAs, CHHETHOWHAS MM CMellaHHas WH(EKIus HaunHaeT
posathca y 25% Jereil yxke B Bospacte 1-4 rona, B Bospacte 5-7 net —y 50%
8 Bospacte 814 ner —y 65% u k 18 ronam —y 80% Gonbubix MB [5, 6].

O MEXKITYHAPOIHBIM PEKOMEH/IAIMAM O XPOHUUECKOH MHPEKIHH MOXKET CBUIIE-
75 3 MO3UTHBHAIX [IOCEBA B TEUEHHE 6 MECSLIEB C HHTEPBAIOM He MeHee | mecsiua
THeM 00pa3ioB. AHATOTHYHBIMU KPHTEPHAMH MOXKHO PYKOBOACTBOBATHCA MNpH
# y GOBHOrO B MOHOKYJIBTYpE S. aureus u Bee, Achromobacter spp., a Takxke
wmH0i nHpexumn. C NpaKTHYecKOH TOUKM 3pEHHs NPHEMICMBIMH SABISIOTCA U
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XpoHuyeckas cMeLaHHas MHeKLMs Nerkmx

B OTIIMYHE OT aMOynaTOPHBIX OONBHBIX, 9TH aCCOUHALMHU TIPEICTABIEHBI, KaK MpPa
AByMsl, & TpeMst 1 Ooriee BUAAMH MUKPOOPIaHU3MOB. 3a PyOe kKoM TH [10KA3aTelH B 2
HIDKe — B 35% ncenenyembix o6pasioB GponxoanbseossipHoro nasaka (BAJI) Be

BHJaMK MHKpoopranusmos. Haubonee qacto BeTpeuaromieiics acconuanmei spse
ueranue P aeruginosa c S. aureus (18,2%), a taioke P. aeruginosa ¢ B. cepacia (9,1%
B 18% ciyuyaeB oT GOJIBHBIX B COCTABE MUKPOOHBIX aCCOLMALNN BBIICISIH OMHOBS
P aeruginosa mykownbiit u HemykouHbli penotunbl. Mccnenosanns B naGopare
JIEKYIAPHON SMMIEMUOIOIHN TOCIUTANBHBIX HH(EKIIMIT TOKA3AIH, UTO B COCTAB ACCOE
MHKPOOPIraHU3MOB, KOJOHU3UPYIOLIMX Jlerkue 6ombHbIx MB, BXoauau ot 2 u 6oiiee
Oakrepnii. Hanpumep, accounannn us 6 Gakrepuil GbLIM NpenCcTaBACHBI S. aure
aeruginosa — C. albicans — Aeromonas caviae — P. oryzihabitans — A. junii n S. aus
aeruginosa — A. xylosoxidans — B.cepacia complex — A. lwoffii — Candida spp. T
npeobnajgan accounanuu u3 S. aureus 1 HI'OB, mmpoko pacnpocTpaHeHHbIX B OF
IOLIEeH NPUPOAHOI cpeae (Pseudomonas spp., Achromobacter spp., Sphingomon

Chryseomonas spp. w 1p.). Berpeuann takxe accounanuu S. aureus ¢ yuTepoda
S. aureus — E. coli — Klebsiella spp., S. aureus — C. braakii. [8]. TTo nannsiv Kp.
C.A. ¢ coasropamu B Mockse B 2010 rozty BeIsBIsuIn — S. aureus B MOHOKYIBTYpe
P. aeruginosa — B MOHOKyILTYpE MM B COUETaHUM C S. aureus — 27,8%, Gakrepun B. €
complex B MOHOKyIILTYPE MIIM B COUETAHHH C S. qureus Wi APyroil rpaMoTpUILan
(uopoii — 8,7%, Achromobacter spp. B MOHOKYIBTYpE WM B COYETAHUHM C S. aurei:
F. aeruginosa — 2,4%, Stenotrophomonas maltophilia B MOHOKy/IbTYpe WM B COUET
S. aureus wunu P. aeruginosa — 1,4% [9]. ITonydeHHble JaHHbIE TOCTYKHIN OCHO
AUIA 3aKITIOYEHHS], YTO 7Sk GOJIbHBIX MYKOBHCLIMI030M XapaKTEPHBIM MPOSBICHHUEM |
LMOHHbIX OCIOKHEHUH sBseTcs cMemannas nHdekuns. Takum oGpazom, npu ai
MHUKpOQIIopsl aeTeit GonbHBIX MB, MOXHO yTBEpKIaTh, UTO C YBEIMYCHHEM BO3P

CU

BO30YMTENSIMU KOTOPOU sBIsitOTCS P aeruginosa u S. aureus.

XpoHuueckas cMelanHas HHOEKLMs, KaK [PaBuio, NPeACTaBIseT coboi 3HauM]
Oonburyio npobaemy, 4eM MOHOMH(EKLMS, Kak JUis Jedallux Bpaueid, Tak u s A
Ouosnoros u snuaemuonoros. M.FO. YepHyxoil B 5KCriepuMeHTaX Ha MbIIaX Obl
Ka3aHo, UTO cMellanHas uH(eKuus, Bpi3BaHHas P. aeruginosa u B. cepacia Bbi:
YCUJICHUC BHPYJICHTHBIX CBOWCTB BO30yIHUTENeH W B TEUEHHE CYTOK HabGIIONACTCs T
BCEX XXHBOTHBIX, TO €CTh A03a 3apaxenus uz LD50 cranosurcs LD100. ITo
JaHHbIE MO3BOUIIN BBIABHHYTH MPEAIIOIOKEHHE, YTO CHMOMOTHYECKHE B3aHMOOTHO!
McciielyeMbIX OaKTepuid in vivo Takke BBIPAKAKOTCS B YBEIHYCHUN MPOAYKIMH (HaKe
NMaTOreHHOCTH H yTSKEICHHH HHMEKLMOHHOTO IIpoLecea Y )KUBOTHBIX. B3anMHoe ycus
BUPYJIEHTHOCTH in vivo GakTepuii BULOB P. aeruginosa w B. cepacia cBUIETENbCTE
BO3MOKHOCTH B3aUMHOI'O MCIIOJIb30BAHMSI KOMIIOHEHTOB PEryIATOPHON cHcTeMbl «Qu
sensingy OIM3KOPOACTBEHHbIMU GakTepusMu. B 9ToM cityuae Gakrepuy BHIGHPAIOT CTPE
Pa3sBUTHsL OCTPON MH(DEKLIMH, YTO MOKET OBITH OHON U3 IPUYKMH YXY/IIISHUS KINHHYE
cocrosuus GonbHBIX MB, crpajatommmx cMemantoil nadekumeii.

Hawmu Briepeeie yeranosneno, uto 6onee 83% kimHuYecKuX WTamMMoB B. cepacia ¢nl
HbI (POPMHUPOBATH GUOTLIEHKY, KOJOHU3HPOBATH OBEPXHOCTH OPraHoB M TKaHEH, (hopy
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TOsHHbIE pe3epByapbl HH(EKIWU B rOCIUTaILHOM cpere. CriocobHocTh DakTepuil k
3aHUI0 OMOTUIEHKN CUMTACTCS MapKepOM BO30Y/IUTENs, KOTOPbIH MOYKET BbI3bIBATh
0 uHpekunio. [Ipy 3TOM CUMTACTCS, YTO XPOHHUYECKash MH(EKIUs CBA3aHa C
aHUEM OMOTUIEHKM Ha TKaHM JIErKHX. BHOMICHKM MMEIOT BaKHOE KIMHHUYECKOE
FIOTOMY YTO B BH/Ie OMOIUIEHOK OaKTepUu YCTOMUMBEI K ApaInKalMK (haroluTamMu
MHALMK NPU JICYEHHH aHTUOMOTUKAMU (MUHUMAaJIbHAs MHIHOUPYIOIas KOHLEH-
sTnoOuoTuKa yBenruusaercs rnpu atom B 100 u Gostee pas) [5].

3AUMSA ObIXATESIbHOIro TPAKTA MUKPOOPTaHU3MAMHK

3 MUKPO(IIOPBI JbIXaTEIbHOIO TPAKTa HOBOPOXKIAEHHOIO 3aBUCHT OT TOTO, KaK POIMJICS
*CTECTBEHHbIM ITyTEM WK TTyTeM KecapeBa ceuenus. B nepsom ciyuae mukpodropa
BJIEHA MUKPOOHBIM COOOIIECTBOM POJOBBIX IyTEi Marepu, BO BTOPOM — OyayT
5 DakTepuH, KOJIOHU3UPYIOILHE KOJKY MaTepu, U okpyskaroiieit cpezs [10].

e TIEPBBIX 6 MECSLEB MOC/E POXKACHUST MUKPOQIIopa AbIXaTeIbHbIX MyTeil He-
1 ¥ nojBepraercs sBotounu. [Ipy ucciaenoBaHuKM Ma3KoB U3 3€Ba y 30POBBIX
§ Hezenn — /10 2-X JIeT ObIIO M0Ka3aHo, YTO AOMHHHPYIOIIMMH MUKPOOPraHU3MaMHU
 Staphylococcus spp., Streptococcus spp., Moraxella spp., Corynebacterium spp,
lus spp., Dolosigranulum (Monouno-kucibie dakrepun). Mukpodiopa Jerkux y
L B3pOCIbIX MPEUMYLIECTBEHHO NpeacTaBieHa Firmicutes (Streptococcus spp. n
spp.) u Bacteroides (Prevotella spp.), kotopble cocTaisiior okono 80% ot Beex
SPOOPraHN3MOB, IIPUCYTCTBYIOIIMX B JIETKUX, U B MEHBLIEH creneHn — Pseudomonas
aphilus spp. v Neisseria spp. [11].

HO. 4TO S. aureus KOIOHU3UPYET JbIXaTeIbHbIE ITYTH Y/Ke Ha NePBOil HeJlelle XKU3HU
SHUKAMU KOJIOHU3ALMH S. aureus HOBOPOXKIECHHBIX SIBJISAIOTCS B IEPBYIO Ouepeb
13 1000 poxxenuir B akylepckux cratonapax 131 spasiercst Hocurenem S. au-
TOTO UCTOYHMKOM MOJKET ObITh M MeArnepcoHal. I1o JaHHbIM pa3inyHbIX aBTOPOB
pasenHocTs HocutenberBa MSSA (methicillin-susceptible Staphylococcus aureus
MRTUHYYBCMEUmMEenbHbL S. aureus) CPEAM MEIMIIMHCKOTO NEepCoHala cocTaBuia
254 (Methicillin-resistant Staphylococcus aureus — memuyunrunpesucmenmmolii
—4.6% [12].

OBBIX ZIeTeil B oTinure oT 0oibHbIX MB, npy cTaHoBI€HHH HOPMaJIbHOW MHKPO-
'eHeHME NEepPBbIX O MeCsleB MPOUCXOAUT PEeayKLUus S. aureus W OJAHOBPEMEHHO
apyroit mukpoguopoit — Corynebacterium spp., Dolosigranulum pigrum,
spp., Streptococcus v H. influenzae [13]. Tlpu poxaenun pederka 6osipHOro MB
MCXO/IUT HHTEHCHBHAS KOJIOHM3ALMS OpraHu3Ma peGeHKa Kak MUKPOOPraHu3MaMu
¥ OKpY’Kalolleil cpelbl POAUIBHOTO 10Ma, B KOTOPOM S. aureus sBIAETCs 10-
wauM. Y 6onbHbIX MB neteii peaykiuuu S. aureus He TIPOUCXOIUT, a hOpMHUpyeTCs
as HHpEeKIus.

v

;0e pasHoobpasue AOMUHUPYIOWMX BO3ByaUTENEN XPOHNUUECKOM
w nerkmx (XWJ1) y 6onbHbix MB B Poccun

apyiotnue cpenn 6omsHBIX MB Poccun momuHupytomue Bo30yauTen XapaKkre-
BLIPAKEHHOW I'eHETHYECKOH reTeporeHHOCThIO Kpome Bec.

wcnenosanun u3onatos Bee ¢ momomieio TP, MLST u MALDI-TOF 65110
0. 9TO cpean poccuiickux 0omabHbIX MB 13 22 BHIOB, BXOASIINX B cocTas Bec,
0T 5 BUIOB: B. cenocepacia, B. multivorans, B. contaminans, B. vietnamensis,
B. stabilis, cpequ xotopbix npeobiagaer B. cenocepacia (85 %) [3, 14, 15].
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MLST noxasano, 4To cpeau H30ISTOB B. cenocepacia npeobnajanm 1pa CHKBEHE-
B. cenocepacia ST709 u B. cenocepacia ST208. DuuaeMuecknM KIoHOM B. cenocepacia’
Obu vH(UIMpoBank! B rieprox ¢ 2006-2013 1o 80% natwentos ¢ Bee nHpeknyeit, a Ha
€ 2014-2019 — 55%. BonbumHcTBO B3 HUX poxozun jeverne B PIIKB B nepuon ¢ 2006
rr. JlaHHas IMHaMKKa CBsi3aHa C JIeTalbHBIM HCXOZIOM TMALUEHTOB ¢ B. cenocepacia STTOE
a TaKoKe NPEANPUHATHIMU TPOPHUIAKTHIECKUMU MEPOTIPUSTHSIMH, [IPEOTBPATUBIIMMU P
CTpaHEHHE JAHHOTO CUKBEHC-THIIA cpe/n OonbHbIX MB. Dnunemudeckuii kioH B. cenoce
ST208 6bi1 BeisiBIEH y 8—17% mnaunentoB ¢ Bee undexuueii. Pacnpocrpanenue ja
CHKBEHC-TUMNA OBUIO CBSI3aHO O BenbIIKoi B Camapckoii eTckoii Gombauie B 2011-20

Taxoke ot 60sbHBIX MB B Poccuu BhIiensim Apyrue CUKBEHC-THIILL: B. cenocepacie
208, 220, 241, 708, 710, 714, 727, 728, 878, 1519, 1536, 1537; B. multivorans — S1
439, 835, 195, 783, 659, 1079; B. cepacia — ST438 u 1083; B. contaminans — ST}
482; B. stabilis ST627 u 653 (%) [14, 15]. V naunenTos ¢ MB Taxske OblI BLISIBICH Af
npejcTaBuTenb popa Burkholderia — B. gladioli.

ITpu naenTHuKauny BBIIENEHHBIX H30IATOB Achromobacter spp. ¢ momolbio M.
TOF 6p110 ycTaHOBIEHO, UTO TIpeodnaatot Buusl A. ruhlandii, A. xylosoxidans, A. inst
A. piechaudii, A. insuavis, A. spanius. Cpean pocCHHCKUX IITAMMOB ObLIH BHISBICHBI 1
A. marplatensis, A. dolens, A. pulmonis (3, 17].

DNuAEMUYECKUM 3HAYUMBIM KIOHOM sBisietcst A. ruhlandii ST36, BoisBreHHBIH ¥ §
uem 30% Gonbubix MB, nndutmpoBanusix Achromobacter spp., 601bUIMHCTBO U3
Obu1 rocniutanuzuposansl B PIIKB B Hauane 2000-x.

Bricokum paszHooOpasueM XapaKTepu3yIoTCs H30ISTHL P. aeruginosa ot poccui
GonbHbIX MB: Gonee 80% GOMbHBIX ¢ CHHErHOWHOM MH(EKIMEH MMeNnH HHINBHIYAN
Ut Kaxkoro nauuenTa renotunsl (ST274, ST612, ST2123, ST1452, ST281, ST390, S°
ST235, ST1074, ST794, ST381, ST1050, ST2390, ST245, ST505 u apyrue). ;

I'enotunmpoBanne wWTaMMOB S. gureus TOKa3allo, 4YTO OHM TAKXKE XapaKTEPH30Ba
FeHETHYECKUM pa3HooOpasrem. HecMoTps Ha reTeporeHHOCTh S. aureus, BbiICICHHS
GonbHBIX MB, oxono 37% natmentoB ¢ MRSA 61 KOJOHU3UPOBAHEI CHKBEHC-THTIOM
spa-runa t008 u t024, a 17,5% — cuksenc-tunom ST1 spa-tuna t127. ST8 spa-Tumsi th
024 ABIAIOTCS MEKILYHAPOAHBIMH SUAEMUUIECKUMH KIoHaMH. Spa-Tun t008 BCTpes
Cpey rocnuTaibHelX mramMmmoB B Poccun [18].

Uctounmk nudekumm

ITo pesynsTaram MOIEKyIsIpHO-TEHETHYECKOTO THIMPOBAHKS OBLIO OIEHEHO I'eHe
CKoe pa3HooOpasue JOMHHUPYIOIUX BO3OyAUTENel, (UPKYIUPYIONHX Cpean 60bHbIX
Poccun: kpome Bece, Bce BHIbI XapaKTEPH30BAIIMCH BEICOKMM IeHETHUECKUM Pa3HOOOpa:
4TO CBHETEIHCTBOBAIO O MHOKECTBEHHOCTH HCTOUHUKOB HH(EKIHH.

[Ipuunnoit XCH, BbI3BaHHO# S. aureus, y 6onbHbix MB MOryT ObITh S. aureus Ka
CIIUTAJILHOTO, TAK M HETOCIUTAIILHOTO MPOUCXosKaeHus [18].

Oxo110 40% 310pOBBIX MO/IEH ABIAIOTCA HOCHTEIAMH S. aureus Ha epeHei oBEpXH
HOCOBBIX XO/I0B M Ha KOXke. B CBA3M ¢ 5THM BaXKHBIM HCTOYHHKOM XPOHUUYECKON MH(]E
BBI3BAHHOM 30JI0TUCTBIM CTA(HIOKOKKOM, MOTYT OBITh 30pOBbIE JIMIA, BKIIKOUAs ME
COHAJI, WICHOB ceMel GonbHbIX MB 1 nvia, ¢ KoTopeiMu o01aercst 60IbHON MYKOBH
71030M. MICTOUHNMKOM MHMEKLUHH MOXKET OBbITh TAKKE BO3AYX MEIMIMHCKMUX MAajar, i
KOMHAT, B KOTOPBIX MOYKET LHMPKYIHpoBaTh S. aureus. OcoOy0 ONacHOCTh MpPE/ICTAB:
METHLHJIMHYCTOHYHMBBIE INTAMMBI 30JI0THCTOTO cTaduIokokka (MRSA), KoTopsle, ¢ 0;
CTOPOHBI, CBU/IETENBCTBYIOT O IIPUOOPETEHHH OOIBHBIMU TAKHX LITAMMOB, BEPOSITHEE BE
B GonbHMIIE, a ¢ APYroif — nmpobiieMy B BHIOOpe aHTMMUKPOOHBIX MPENapaToB s JICue
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oxoii uHdekuyn, Tak Kak, MRSA, KaK OpaBuiio, yCTOMYMBBL KO MHOTUM aHTHOUO-
3. Coobuiaercst 0 BO3MOKHOCTH nepenaun MRSA naumentam ¢ MB ot snn 6e3
AMED, MEINepcoHasa, POJCTBEHHUKOB) WK pyrux nauuentos ¢ MB. Ilo Hammm
pe/ii LITAaMMOB S. aureus, BbIIENIEHHBIX U3 MOKPOTBI OOIbHBIX ¢ MYKOBHCIIH/IO30M,
4 cocrasiseT okosno 20%.
82% MmTaMMOB CHHErHOMHOM MasiouKH, BbIAEIEHHBIX OT OosibHBIX MB, umenu
TbHbIIH TEHOTHII, YTO CBUIETETLCTBYET 00 MX BHETOCIIUTAIBLHOM ITPOHCXOMKICHUH.
% OTHOCHIIMCH K chkBeHC-TuIy ST235 — MIHMPOKO W3BECTHOMY TOCHHTAIBLHOMY
P aeruginosa npucyTcTByeT Ha Koke 2—10% 310pOBBIX HOCHTElNEH, KOTOpbIe
B MCTOYHUKOM XpOHHUYecKoit nHpexunu [20, 21, 22]. OaHako He UCKIIIOYAETCS U
CTh 3apaXkeHust OOTBHOTO Yepe3 PacTeHHsl H MII0/ibl, KOTOPble MOI'YT OBITH KOJIO-
CHHErHOWHOM Mano4yKoi. 3arps3HeHHbIE BOJHbIE HCTOYHMKH, CTOYHAS CHCTEMa
DOB (paKoOBMHBI, TyaseThl, AyLIeBble), MEIULMHCKHE YCTPOHCTBA, CoAepiKaliue
T ObITH pe3epByapaMu P. aeruginosa W NPUBOANUTbL K MHOHULMUPOBAHUIO JIETKUX
MVKOBHCIIH/IO30M. YCTaHOBIICHHAsI B HEKOTOPBIX MCCIIEIOBAHUAX MIEHTHYHOCTD
BOJIOITPOBOIHOM BOZie Uy OOMBHBIX MOIATBEPKIAECT BO3MOKHOCTD HEpenadyn
33 BOJIONPOBO/IA MALMEHTaM M Hao0OpoT. B cranuonapax He MCKII049aeTcs pob
HHCKOTO' TIepcoHalia, a Taloke BO3/yXa IajaT B KOJOHM3ALMU JIErKHX OOIbHBIX
ao3om [23, 24, 25, 26].
€ UCCIIeOBAHUS TO3BOJISIIOT pacCMaTpuBaTh XPOHUYECKYI0 WH(EKIHUIO Jier-
MB, Bbi3Bannyto Bee B 88% cinyuaeB u Achromobacter spp. B 33,3% kax
3 FOCHIUTANBHYIO UH(EKINIO, TIPU KOTOPOH W OCHOBHBIM MCTOYHHKOM SIBIISETCS
210BEK, BBIJICIISIONIMNA MUKPOOPraHU3M BO BHELIHIOW cpeny. [Tpu nccnenosanuu
2KHX MPU3HAKOB YCTAHOBJICHO JOMHHHpOBaHHe cukBeHc-Turmos ST709 n ST208
MOB B. cenocepacia n ST36 Achromobacter ruhlandii [8].
3 KOMILIeKca B. cepacia, HACYMTHIBAIOIINE B HACTOsIIIee Bpemst 22 Bh/a, OOUTAIOT
pactennsix. OHU BeI3bIBalOT 3a00seBaHKe — FHUNB y Jiyka. VIX pacripocTpaneHue
41 cpejie, CBSI3aHHOM ¢ 00MTaHUEM YelI0BEKa, OCTAETCS HEAOCTATOYHO H3YUEHHBIM.
TH OCHOBaHME YTBEP)KIaTh, YTO BHELIHSS Cpea MOKET OBbITh TaKyKe HCTOYHUKOM
7).
st Bee oA BBISBISIIOT B KJIMHHUKAX y OONBHBIX C paHeBOW MH(pEKuel, Ho
HVIO TPOITHOCTh OHH MMEIOT Y GobHbIX ¢ MB n Boizenstorest y 3—5% 60sbHbIX
xoit uHdekimeii. B pesynbrate MHOTONIETHHX HcceoBanumii B [lemarpuueckom
: PJIIKB MoxHO monararhb, 4To nepenada Bec B CTalMOHApe OCYIIECTBIISIETCs OT na-
AHEHTY W XPOHUUEeCKast MH(EKI¥s, BbI3BAHHAS JAHHBIM BO30YIUTENIEM, SABIIAETCS
TPUGONLHUUHOH HHDEKIMEH, B CBS3U C TEM, YTO B CTALMOHAPE LUPKYIHPOBAI
1 1 MPOCIeKHUBATIACh KIOHAJIBHOCTE TamMma B. cenocepacia ST709 [6, 28].
SANPHHSTHIX TPOTHBOAITHIEMHYECKUX MEPONPHIATHH y1aloCh MPEAOTBPATHTh
2 pacnipoctpanenue B. cenocepacia ST709 cpeny 6onbHbIX aereit MB.
pona Achromobacter spp., Bkmodatoriero 20 BUI0B, ObLIH BBIIEIEHbBI U3 OYBE,
aaua [29], 6acceitna [30], xnoprexkcuauna [31], pacTBopa s Ananusa, pasHbIX
s npeaMeToB [32], KoTopbie MOTYT OBITH HCTOYHHUKOM U (haKTOpamu Iepenadu
8 [0CTIeIHKE TO/IbI HCCIIE0BAHMS TTOKA3bIBAIOT, YTO 9TH OAKTEpPUH MOKET BbI3BAThH
ipexipm TakKe, KaK Cerncuc, bakrepuemMmio, HHPEKLNH MOYETIONIOBOTO TPAKTa,
. neputonnTsl [33]. Ponb 6akrepuii pona Achromobacter ipn MB onennsaercs
W IIPOJOIIKACT M3y4aThCsl. ’
Bee, Achromobacter spp. u P. aeruginosa u MRSA npoUCXonuT npenmyle-
03AVIIHO-KANeIbHBIM IyTeM, 1 HCTOUHMKOM [IPH 9TOM SIBIISIFOTCS Ipyrue OoIbHbIe
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MB. Bosvmoskna Takke nepenaya Bo3OyauTess MexkLy NalHeHTaMH Yepe3 3arpA3HeHH
Kauuie pyku. [lanmentsl, Beienstomue daxkrepun Bee, Achromobacter spp., P. aeru
u MRSA, MOryT TaxKe UMH KOHTAMHHHMPOBAThH OOJLHUUHEIE TTOMELIECHUs H 060P
JUIsl pECITUPATOPHO# Tepanuu [34].

B 1iesioM BbIsB/IEHNE HCTOYHUKOB, ITyTeH Mepe/iadi i pe3epByapoB HH(EKIHH

PUBJICYEHUEM MHUKPOOHONOTOB, SMUIEMHOJIONOB M JIeYallliX Bpayeil BBICOKOH KB:
kaiun. Onnako Haubosee BepOATHBIME UCTOYHMKAMHM MH(EKUNU SBJSIOTCS AL
BBIPQXKCHHOH XPOHHYECKOH MH(DEKIMEH, 0CODEHHO CMEITaHHOM, BbI3BAHHON HECKOM
BHJIAMU MUKPOOPIaHHW3MOB (nepekpecTHas HHPEKIUs), 1 3A0POBbIE HOCUTEIH S.
P aeruginosa. Hanbonee 3HaYMMbIMU H OINACHBIMH SBISIOTCS HOCHTEIN CPEIH MEl
Hajla ¥ POACTBEHHUKH, C KOTOPbIMH IOCTOSHHO KOHTAKTHPYIOT OOJILHBIE, a TAKKE B
1 [PEAMETBI OKPYKAIOWIEH CPE/ibl, KOTOPBIE MOTYT ObITH 00CEMEHEHbI MUKPOOPTaH¥
MIOCTOSIHHO HMJIH BPEMEHHO. BeposATHOCTH mepenayn MH(EKIMH MOBLILIAETCS CO BPEM
npedbiBaHust OONBHOTO B CTALMOHAPE, IJe HAXOMATCS Apyrue GojbHbIE.
B pesynbrare aHanu3za 3nuAeMHOIOrHYECKOH MHBOPMALMU ObLIO BbISBIICH!
NPUYMHON pacnpocTpanenus Bee u Achromobacter spp. cpenu 60abubix MB B Pé
ABJIANACH HEAOCTATOYHO dPPeKTHBHASA cHcTeMa NPO(YHIAKTHKH: OTCYTCTBHE Pas]
10 MUKpodIope (B aMOyl1aTOpHBIX YCIOBUSIX U IPH 00CIEI0BAHUY; TIPU TOCITHTS
LMK B COBMECTHBIE 1AJ1aThl); OTCYTCTBUE HA/30pa 3a MH(PEKIUAMM, BbI3BAHHBIME
AEMHYECKH 3HAYUMBIMH MUKPOOPraHM3MaMH; HU3KHH YPOBEHb MHUKPOOHONIOTHYE
AMArHOCTHKH B J1a00PaTOPHAX; OTCYTCTBUE y OOIBHBIX 3HAHMIT O MpaBHIaX MOBEM
OpraHu3alus COBMECTHBIX MEPONpPUATHH Jid nanuenToB. CobioaeHue npaBua
(GuIaKTHKH NMPUBOAMT K CHHXKEHUIO UHOUUMPOBaHUA GONbHBIX MB srimgeMus
3HAYUMBIMH BO3OYIUTEIISIMHU.

Mpodunakrmka

YUuTBIBask CTOJIb BBICOKYIO YyBCTBHTENLHOCTH K KOJOHH3ALMH MHUKPOOPTaHH
JaibHeHeMy pa3sBUTUIO XPOHHYECKOH MH(EKIMH JIErOuHOH TKAHH GONbHBIX
LMJI030M, @ TaK)Ke TO, YTO OCHOBHBIE BO3Oyaurtenu (P. aeruginosa, S. aureus, B.
complex) pacnpocTpaHeHbl B JII000M 00beKTe BHEMIHEH cpejbl, BceM GobHbIM M
00XOAMMO HaXOAMThCs B TAKOW BHELIHEH Cpejie, KOTOpas MOXKET MOCTOSIHHO MOIBEPIE
nesundexunn. BosbHble MyKOBHCIMA030M A0JKHBI ObITH OrpaHHUYEHBl B OOLICH!
OONBIIMMY KOHTHHTEHTaMH JIIOZEH, B CBS3HU ¢ TeM, uTo 40% U3 HUX SBISIIOTCS HOCHTE
30J10THCTOro cTauaokokka, a 2—-10% cuHernoiinoii namouxu. Haxomsch Ha Jiedes
CTalMoHape BO BpeMs 000CTPEeHHs OCHOBHOTO 3a00/1eBaHMs HEOOXOAMMO 3HATh MUK]
JIOTHYeCKuil cTaTyc OONBHOrO (BO30yAUTENeH XPOHHYECKOW HH(EKIUN) U B COOTBET
C HHM TOMEIIATh MX B MajaThl (P OTCYTCTBUM MHIAMBHM/YaJbHBIX MAJIaT) C TALHEE
MMEIOIMMI aHAJIOMMYHbIH MUKpoOHonornyeckuit craryc. He 10/KHO m0MmycKaThes
meuienye 60bHBIX MB B COBMECTHBIE HANaThl ¢ XPOHMYECKON MH(EKIHeH Terkus
3BAaHHOMN BO30OYIMTENAMH pasHbIX BUJIOB. B oTOM ciyuae BO3MOKHO 3apaxkeHue 6oa
OT NalMeHTa K MAlUCeHTY U Pa3BUTHE y HUX CMELIAHHOH MH(DEKIMH, KOTopas uMee
THKEI0€ KIMHUYECKOE TeUeHHE, YeM MOHOMH(ekus. OIHUM U3 BaKHENIIUX yCIOE
Ooee 61aroNpPUATHOrO TEYEHHs OCHOBHOTO 3a60/IEBAHNS ABISETCS €T0 PAHHSIS 112
1 [IPOBE/ICHUE MEPONPHATHIA HAIPABICHHBIX HA KAK MOXHO GOJIee MO3HION KOTOHM:
JIETOYHOIl TKaHU BO3OYAMTENSMH BBI3BIBAIOLIMMH XPOHHYECKYI0 MH(EKUMIO. Bhme
YCJIOBHH TIEPEYHCIIEHHBIX BBIIIE MOKET CIOCOOCTBOBATH YBEIMYEHHUIO IPOIOMKITE
JKHU3HU OOJILHBIX MYKOBHCIIHIO30M.
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7.2.3. Jlyyesas AMArHOCTMKA MyKOBMCLMAO3Q
CnepaHckas A.A.

CO CTOPOHBI MHOTHX OPTaHOB, B TOM 4HCIIe, AbIXaTelbHOM cuctemsl, et [1, 2
MEHEHHUS! TTOSBIISIOTCS T103Ke, 0COOEHHO P OTCYTCTBMU a€KBATHOM Tepari
C TYCTOTO# CEKPETUPYEMBIX KHIKOCTEH, 3aCTON KOTOPBIX MPUBOIAMT K PACTSHS
JSMIMX MX TyTeil ¥ HapyleHnio paboTel pecHuTyaroro snutenus [3]. [ocaen

PSZIOM TIPHYHH!
e lI3MeHenue Bo3pacta OOJIbHBIX — BBISIBICHHE MYKOBUCLMI032 Y MALIHEH
BO3pACTa, YTO CBSI3aHO C FEHETHUYECKOH reTepOreHHOCTBIO W KINHHYSCKM)
du3mMoM, Kora KIHHHYECKH 3ar0103PHTh MyKOBHCIIHI03 CIOXKHO [4].

HCCIIEJOBAHMS, B TO BPEMs KaK B KIMHUUECKON KapTHHE BETyllee MeCTO ~ |
OPOHX0JIETOYHO# cHCTeMBI [5]. ‘
® HeBo3MOXKHOCTD TIOJHOLEHHOTO MCMONb30BaHHs KOMITbIOTEPHON TOMOTE

WMCCIIe0BaHMil Y KOHTHHIEHTA JETCKOTO U IMOIPOCTKOBOrO Bospacta [6].
e CrnoxHocTH auddepeHranbHOl AMarHOCTUKM € JPYIHMH [POLECCa
KAalonMMucs GopMupoBaHHeM GPOHX0IKTA30B, MPOABJIEHUAMH Op
OGpoHXHALHON 0OCTPYKIMH: OPOHXMAIbHASL ACTMa, KHCTO3HO-a/IeHOM?
(popmarwst, HHYEKUHOHHbII OPOHXHOIIUT, JIETOYHbIC TIPOSIBICHHS BACKYJIK
CTBHUS ACTIMPALMK NP KApAKOCTa3Me, HEMHBA3UBHBIN a/lIePrHiecKuii

HEBMOLHCTHBIX mHeBMonumit npu CITV/le, nposiBneHus XpoHHUECKOH 00
©0Ie3HH JIETKUX Y MOJIOZBIX B3pocibIX [7].

paszeneHa Ha TPUQBI: PEaNbHOCTh, CYLIECTBYIOINE BO3MOKHOCTH, KOTOPBIE MO
06X0MMO Peali30BbIBaTh, M MEPCIEKTUBHI.

PeabHOCTh Tyd4€BOii JAHACHOCTHKH MATOJOTHYECKUX M3MEHEHHUH Tpu MYy
BK/IFOUAET XOPOILIO M3YYSHHYIO PEHTI€HOJIOTMYECKY0 CEMHUOTHKY TTOPAXKEeHHs
CHCTEMBI C BO3MOKHOCTBIO MOJICYETA CTENEHH TOPAXKEeHHs 110 OalbHON CHCTEM
senHoii Bhalla [8], 6onee Tounoit nerannsauueii nsmenennit npu KT (takxke ¢ B
CTBIO TozicyeTa, npemioxkenHoi Brody) [9]. B otHoweHn: MopaKeHUs MUILEH
CUCTEMBI — BBIABJICHHE MEKOHHEBOTO Mieyca y HOBOPOXKICHHBIX U MPOSBICHUH
HENPOXOJAMMOCTH € TOMOIIBIO PEHTTEHOCKONHH M PEHTreHorpadguu ¢ HCmos
BOJIOPACTBOPUMBIX KOHTpacTHbIX mpenaparos [10], npumenenne Y3U [11], KT #
OLIEHKH CTENEeHM TOPaKeHUsl MODKEIYA0YHOM xKenessl U nevenu [12, 13].

OLIEHKE JKM3HECTIOCOOHOCTH TKAHM JIETKOTO, TO/KETyI0UHON KeIe3bl ¥ TeUeHH (
nepe] nepecajikoi opranos) [17].
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0-TIPeKHEMY aKTyaJlbHBIM OCTAETCS 3HAHNHE PEHTIEHOBCKOH CEMUOTHKH MYKOBHCLIMI03a,
£ IHPOKO PACIPOCTPAHEHHOTO, XOPOIIO H3yHEeHHOTO OI0/UKETHOIO METO/A HCCIIe10BaH s
. OniHaKo, BO3MOXKHO, UTO C pacrpocTpaHeHneM HU3KOMO3HbIX nporpamm KT serkux
AUIMOHHBII aITOPUTM MPOBEICHHUS JTy4EBbIX HCCIEIOBaHUI OT MPOCTOIO M ACMIEBOIO K
JKHOMY M JIOPOTOMY MOXKeT OBbITh H3MEHEH Ha IepBUUYHOE NPOBEIECHHE camoii nHdopma-
HOM METOJIMKK, KOTOpAask MO3BOJIUT CPa3y OTBETUTH HAa BCE BOIPOCHI, U COKPATHT BPEMs
1 onpesenenus sedeOHoi taktuky [19].
B JIaHHOM M1aBe MOCIIeI0BaTebHO paccMaTpUBalOTCs JyHeBble€ MPH3HAKM MOPAXKEHUS
| MYKOBHCLIM/I03€ JIbIXaTeIbHON (OPraHoB rPYJAHOH KIETKM M OKOJOHOCOBBIX MasyX)
JeBAPHUTEIILHON CHCTEM (JKeITy1I04HO-KMIIEYHOTO TPAKTa, MOHKEIYA0YHOM JKeJe3bl, NeUeHH
YeBBIBOMAIIMX MyTeit). OOCYKIar0TCesl BO3MOXKHOCTH PA3IMYHbIX JIy4eBBIX METOLOB
BISIBJICHUMM XapAKTEPHBIX /ISl MyKOBHCII/03a N3MEHEHHH, Npe/uiaraeTcs OnTuMalibHbIH
IPUTM 00CIIE0BAHMUS.

)axeHWe BpOHXONEroyHOM CUCTEMbI NPU MyKOBMCLMAO3E
) Opax€Hue 6p0HXOJlCI’O'~lHOﬁ CUCTEMbI TPU MYKOBUCIIU/103€ caMBbIi Tﬂ)KCJIbIﬁ, a cieno-

SIBHO 1 CaMblii H3yueHHbli acnekt 3a6onesanus [20]. CreneHb nopaxkeHus onpeaenser
1eCII0COOHOCTb GOIBLHOTO U SBIISIETCS BEAyLIel B OLIEHKe MporHo3a 3abonesanus [21].
eBbIe METO/[bI JUArHOCTUKH TI03BOJIAIOT OLEHHUTh HATNYHE KaK 00paTHMBIX, TaK ¥ HE0O-
IMbIX CTPYKTYPHBIX M3MEHEHHIH, HX PAaCIPOCTPAHEHHOCTh U MPU3HAKH MPUCOCIMHEHHUS
UTenbHOro npouecca [22]. Jlist OLeHKH 9THX M3MEHEHNH IPUMEHSAETCS TPaULIOHHAS
‘eHOrpadusi OPraHoB IPYIHON KJIETKH B JBYX NPOEKIMAX (NepeiHe-3aiHeil 1 npaBoi
BOit), PEHTTEHOBCKAsS KOMIBIOTEPHAS. TOMOTrpadHs ¢ €€ pasiuuHbIMM MOAU(pUKALHAMY
OKOpa3peIAoIIel KOMITBIOTEPHOI ToMOrpadueii, SKCIUPaTOpPHOI BHICOKOpaspeLatoLIei
[oTepHoi ToMorpadueit, KT-anrunorpadueii, nepdysuonnoii KT), Y3 u MPT [23,

26] (ta6n. 7.2.3.1).

Tabauua 7.2.3.1

Abl nyquov'l AWNarHoCTUKKM NaTonornveckKmx W3MEHEHUW OpraHoB rpynuoﬁ KNeTKun npu
MyKoBUCUMAO03€e

reHorpadus, hmooporpadus — METO MEPBUYHOI IMArHOCTUKH

€HOBCKasi KOMITLIOTepHAas ToMorpadus (¢ obsizarebHbiM Henob3osannem BPKT, npyu Heobxo-

octi (pyHKIMoHATEHOTO KT-MCCIe10BaHus «Ha BBIIOXE» U IPUMEHEHNEM POrpaMM HH3KO03-

CKAHMPOBAHMSI) — OCHOBHOM METOJI IMArHOCTMKHM ¥ KOHTPOJIS JICYSHHST

HeitHas ToMorpadust — He MCronb3yeTcs (G0ubluas ydeBast Harpy3Ka, H1u3Kas MHQOPMaTHBHOCTD)
A — MOXET MO3BOJIUTD OLEHUTH CYOILIEBPAIbHO PACTIONOXKEHHbIE MEIIOTYATIE OPOHXOIKTA3bI 1

CTKI WH(UIBTPALIAN JIETOYHOM TKAHN Y AeTel (HO HET CTAHAAPTHBIX KPHTEPHEB OLIEHKN TeYEHMS

poliecca)
PT — asbTepHATUBHBLI METOM OLIEHKH COCTOSTHISI GPOHXMAJILHOTO epeBa, JIETOUHOM TKaHH, cocy-

)B HE CBSI3aHHBIH C JIy4EeBOI HATPY3KOi, 04EHb MEPCIIEKTHBEH, HO HE JIOCTATOYHO N3Y4YEH

dyanoHHas cLyHTUrpadus (11 OLEHKU HapyIIeHHs! KpoBOOOPALEHHS! [Iepe/l TPAHCTLIAHTALIe

siM Gunnell E.T., ¢ coasr. (2019) [27] undpoBoii TOMOCHHTE3 P MYKOBUCLIMI03€ MOXKET CTaTh MOJIE3HBIM
WMEHTOM TIPH OLIEHKE PAHHEH N1aTOJOINHU JIETKHX.

MUMOHHAs peHTreHorpadms

PaIMIMOHHAS PeHTreHorpadus OpraHoB rPyAHON KJIETKM — 3TO NMEPBHYHBIH METO
Or0 MCCIIEI0BAHNS, TIO3BOJISIOLUINIT BBIIBUT U3MEHEHHsl, XapaKTEPHBIE [UIsl MYKOBHC-
a, OLIEHUTH PaCIpPOCTPAHEHHOCTh MPOLECCA H IIPOBECTH HE TOJIBKO Ka4eCTBEHHYI0, HO
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1 KOJIMYECTBEHHYIO OLEHKY CTerneHu TsukecTH 3aboneBanus [28]. Eciu peHTrer
3UPYET PEHTIEHOrPAMMBI TTALIMEHTA C BO3MOXKHBIM MYKOBHCLIHI030M Ha MEPBH
TO, 4TOOBI 3a1003pUTh ITO 3ab0NeBaHUe OH JIOJKEH YBHU/IETh H3MEHEHUS OPOHS
JepeBa B NPUKOPHEBBIX OTJE/IaX JIEFKHX M B BEPXHUX JIErouHbIX moisix [29]. T
HA HAYAIbHBIX CTAAMAX 3a60NEBAHMS PEHTTEHOrPAMMBI IPYIHON KIETKH MOk
NPOsIBJIEHHs OPOHXMAIBLHON OOCTPYKIMM ¢ HATTMYMEM IUITePHH(ISIHHI (B3yTHS) €
YYACTKOB JIETOYHOM TKaHM, WIIM JIETKUX B 1eaoM [30].
B nocnenyromem 3aboneBanne nopaxaer Apyrie OTAelbl OPOHXHATLHOTG
JICTOYHYIO TKaHb, HO HA HTOM JTalle PEHTIeHOJOr CTAIKUBAETCS Y/KE HE C Mp
naudhepentmanbHON IMarHOCTHKHN, a C ONpe/Ie/IeHHeM IPHCOEIHHEHHS HH(EKIY
CY/ICTBIX OCIIOYKHEHHMI M OLEHKOH cTenenu ux Tsukectu [31]. [pu 9ToM Ha perTr
OMPEJICIIAOTCS. PACIIMPEHHBIE OPOHXM C YTONILIEHHBIMH CTEHKAMH (LIMITHH/P
MeIoTHaTbie OPOHXO0IKTA3bl), YUACTKH IMITO-, THBEPBEHTUIIALMMI JEIOYHOM TKAE
J10 pa3BUTHs areeKTas’a), BOCHAINTENIbHAS MHOUIBTPALMS, JTOKAIU3YIOUAsCs &
XOBACKYJISIPHO ¥ B JIEFOYHOH TKaHU ¢ (POPMUPOBAHUEM I0JIOCTEH W PA3BHTHEM
BOCIIAJINTEIILHON BHYTPUTPYAHOM uMpaseHonaTny. Takke Ha PeHTIEHOrPAMM
BU3YaTH3UPYIOTCS ITHEBMOTOPAKCHI, KOTOPBIE MOTYT ObITh PELHANBUPYIOUAMHE |2
Pentrenonornueckas CeMHOTHKA MYKOBHCLH/I03a BKJIFOUYAET:
® JIsycropoHHee yCHICHHE JIETOYHOTO pHCYHKa (AeopMaius o KpynHO-s4es
NETIIMCTOMY THITY — PACIIMPEHHE MPOCBETA, YTONIEHHE CTEHOK OPOHXOB, &
3aroJIHEHHE UX MOKPOTOI). MI3MeHenus B Oorblieit CTeneHn BLIPaKEHbI B IPK
OT/IeIaX CPEHMX JIETOUHBIX Moseil (rae pacnonaraloTesi OpOHXH KPYHHOTO i
KanuOpa), NopakeHue 3aTparuBaeT BCe OT/EIbI OPOHXHAILHOTO JiepeBa (B 1
BEPXHUX J0JIeH).

Puc. 7.2.3.1. Pemeetozpammbl opaaHoe epydHoli knemku & nepedHe-3adHel U npagol 60kogoli 1po
YeuneHue u Oeghopmalusi 1e204Ho20 PUCYHKA 8 NMPUKOPHEBLIX U SOEPHBIX OMOESTax 10 KpyMHO-AYSUCHE
nucmomy mury 3a cdem nposieneHuti dechopmupyrowsezo 6poHxuMa, YUNuHAPUYECKUX 6POHX03KMA308
2UNePUHEIAYUU ~ HU3KOoe cmosHue duacbpaeml, ee ynoweHHoCb, GodkoobpasHas (opma 2pydHod
yeenu4eHuem pempocmepHansHo20 U pempokapduansHo20 MpocmpaHcme, kanneeuoHas (hopma cepos

PpeHue u HecmpyKmypHOCMb KOpHe( fleekux 3a cyem aunepnnasuu nuMbamuyeckux y3nos GpoHXony sk
epynn u nposeneHut deghopmupyrouwiezo bpoHxuma
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$6pPOHXOBACKYIAPHBIE My(ThI (YTOJIIIEHHE 32 CUET OTeKa, BOCHAINTENbHON HH-
paiuy 1 Gubpo3a 11epudPOHXOBACKYIISPHOTO HHTEPCTHIIUS).

SHAYNTETBHOE PACIIMPEHUE M OTCYTCTBHE CTPYKTYPHOCTH KOpHEii JIerkux (3a cuer
sepriaszui TUM(ATHYECKNX y3J10B OPOHXOIMY/IbMOHAJIBHBIX IPYNI U HPOSBIEHUI
OPMUPYIOLIEro OPOHXUTA).

TueHne o0beMa JIerkux (HepaBHOMEPHOCTb BEHTHIIAINH, B3LyTHE JIETOYHON TKaHH,
BAyHbie JOBYILIKH») — HU3KOE CTOsiHME aAnadparmbl, yBeJIUYEeHHE PETPOCTEp-
BHOTO M PETPOKApIMaIbHOIO BO3LYLIHOTO MPOCTPAHCTBA, «KATLIEBUHAS) (OpMbI
IeUHON TEHU.

: HA HAYATBHBIX CTAMSIX NTOPAKEHUS UMEIOTCS POSIBIICHHS OPOHXMABEHOH 00CTpyK-
| - runepUHQIAIMS YIaCTKOB JISrOYHOM TKauu (puc. 7.2.3.1).

SHOJIOTMYECKast CEMUOTHKA TOPAKEHHsI OPraHOB FPYAHON KJIETKH HPH MYKOBHCIIH103€
BameIIKUX CTaausAX 3a00IeBaHus U MPH OCIOKHEHHOM TEUEHHH MEHSETCS H3-3a
SHEHTIS| BOCTTA/INTEIbHBIX MPOLIECCOB, COCYIAMCTBIX 1 MUIEBPATLHBIX OCIOKHEHHU [32]:
MHPUIBTPALMH JIETOYHOI TKAHHU abBEOJISIPHOTO XapakTepa (MposiBieHus OpoH-
MMM, NepUOPOHXHAIbHAS BOCHAIUTEIbHAS HHUIBTPALUS, YUaCTKU TeMOoppariu

SHUS BEHTHIISLNM — YUACTKM THIOBEHTHIISILIAK JIETOYHON TKaHU, (OPMHPOBaHHE
0B, GpudpoatesiekTasos.

SHHBIE MOKPOTOM LIMJIMHAPHYECKHE U MEIIOTYaThle OPOHX02KTa3kl ¢ (popMUpOBa-
OHTAIILHBIX YPOBHEN XKUAKOCTH (IPAHULA «Ta3-KUAKOCTBY), «CYXHe» MONOCTH
SHHBIE MelIoTHaThie OPOHX0IKTA3bI).

ipoBatie GUOPO3HBLIX M3MEHEHHI TKHCTOrO Xapakrepa (3a cueT GpuOpo3HOi
il CTEHOK OPOHXOB M pa3BUTHsI (PUOPO3HBIX M3MEHEHHH B JIETOUHOM TKaHM) (PHC.
43 apxusa Crenanenko T.A.

BemeeHo2paMMbl 0p2aHos epyOHol KiiemKu & nepedre-3adHell u npagol 60kogoll NpoeKyLsx (a, 6).
UarbHo20 Oepesa munuyHoe 0n1s MykosucyLd03a — HepasHOMEPHOE 3HaYUMENbHOe pacluuperue
bIX BPOHX08 Crieea, YacmuyHoe 3arnonHeHue ux mMokpomoti. OcrioxHeHue OUMensHo20 meveHus
4020 Mipouecca — hopmuposarue hubpoamerniexmasa rpagozo J1eakoeo: 3HaYUMebHoe yMeHbUe-
=ua (cMeleHUe cpedocmeHus 8npaso, 8bICOKOe CMOsHUE pagoll MoosuHs! duabpaemel, desuayus
&), KoHconudauus ((hubpo3uposaHUe) N1e204Hol MKaHU, MHOXECMeeHHbIe YacmuyHO 3aronHeHHbIe
dpuyeckue u mewomyamsie 6POHXO3KMa3bI
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Pasputie maccuHbIX TuIeBpoaMadparMabHbIX Criaek, MieBpuTa, HepUKapAHTS
MOTOpaKca, MUONHEBMOTOpaKca, MHeBMOMeMacTuHyma (puc. 7.2.3.3) U3 apx
HeHko T.A.

Pauunckum C.B. ¢ coasr. [2] B 1995 . 6bi1a npeuioxkena K1accu(pUKaus Hop
OpoHxosIerou ol cuctemsl pu MB 110 1aHHBIM TpagHIIHOHHOTO PEHTIEHOI0THYee:
CJIE/IOBaHHs, KOTOPAs OCTACTCs aKTyaabHOM /10 HACTOsLIEro BpeMeny (tabi. 7.2.3

Tabaue
Pentrenonoruueckue cragum MB (Paunnckuin C.B. ¢ coasr., 1995)

0 (rateHTHAs) — U3MEHEHHUSI B JIETKUX OTCYTCTBYIOT;

| — He3HaunTebHASA THIIEPHHAISLIS C YCUTEHHEM JIETOYHOIO PUCYHKA:
2 — yMepeHHas aMbu3eMa, 3HaYUTEIbHOE YCUIeH e i AeOPMALIHS JIETOUHOTO PUCYHKA, JIOKA
OpOHX09KTa3bI;
3 — ymepenHas aMdu3eMa, 3HAYNTENLHOE YCUIEHHE 1 1e(hOPMALIS JIEFOYHOTO pucyHKa, Tuhdy
OPOHX02KTa3bl, THEBMOHHYECKAs MH(DMIBTPALLISL.

CraamiHOCTh COOTBETCTBYET TSIKECTH MOP(OTOrHIECKHX H3MEHEHUH 1 OLEH]
MOXHOCTb HX perpecca. OnHako 6osiee TOHKYIO H Ka4eCTBEHHYIO OLCHKY H3MEHER
MOHO MPOBECTH TOJIBKO MCHONBL3Ys 00/Iee BBICOKOTEXHOIOTHYHBIE METO/bI UATHE
B IIEPBYIO 04EPE/Ib — KOMIIBIOTEPHYIO TOMOTpaduIo.

Komnsiorepnast tomorpadms (KT) siBnsiercs IKCIIEPTHON METOAMKON 11 00 apy
£

JICTOYHBIX OCIOKHEHHI MYKOBHCLIH/103a, T.K. HMEET OYEHb BBICOKYIO MH(DOPMATHRE
atoid obnactu [19, 33]. Beiseasemsbie npu KT usmenenus TPaxeoOpPOHXHAILHOTO |
M JIETOYHOM TKAHH OTPAKAIOT TAKECTh 3a0oseBaHns nauueHToB ¢ MB [34]. Kpoms
npu KT, Takke BO3MOXKHO KONHUECTBEHHOE OMpEIeIeHHe MOPaKeHHBIX cTp I
XapaKTePUCTUKHY BOCIPOM3BOIHMBI IIPU OLEHKE M3MEHEHHMH Ha Pa3sHBIX KOMIIBIOT
Tomorpadax pasHbIMEH Bpauamu [35].

Puc. 7.2.3.3. Ha KT (a) nopaxeHue 6poHxuansHozo depesa munuyHoe dns MyKogucyudo3a — Hepas
3HaqumenkbHoe paculupeHue npoceema KpymHbIX U cpeOHuX 6pOHX08 8 sI0epHbIX omdenax ¢ 06eux cmopo
Opudeckue BPOHXO3KMa3bI), YIMOMLIEHLE UX CMEHOK, YacMLUYHOE 3ar0NHEeHUE UX npocsema mokpomoll. Bbipé
HEPAaGHOMEPHOCHTIL 6eHMUNALUU J18204HOU MKaHU — POsIBNeHus GpoHXuansHOU o6empyKuyuu. Ha peHmeeHoz
opzaHos epydHol kiiemku & nepedHe-3adHell npoekyuu (6) onpedensiomes NPU3HaKU HanpsxeHHo20 it
pakca — 3Ha4umenbHoe Konuyecmeo c80600H020 2asa 6 npaeoli nnesparibHol nofocmu, Konnabuposal
1pagoeo f1eaKo2o, cMeteHue meHu cpedocmeHuUs 8 NPOMUBOMONOXHYI0 CIMOPOHY
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r71IABA 10.
OCOBEHHOCTU MB B3POC/JbIX

10.1. O6wme sonpocei

AmenuHa E.J1., lembuukasi T.E., YepmeHckuil A.T-

SnMaemMmMonorus, AMarHoCTUKa

3HaYMTENBHBIH POCT YKMC/IA B3POCIBIX OOJIbHBIX MyKoBHCLII030M (MB), npousor
HOCIIE/IHIE [IECATUIIETHS BO BCEM MHpE, CTall YOSIUTEIbHBIM MOATBEpKIeHHEM (e
CYLIECTBYHOLIMX MOAXO0I0B K JIEYEHHIO ITOTO TSDKEIOT0 MOHOTEHHOI0 3a00s1eBanus, K ga
JIOCTHIKEHUAM B OKazaHuM romowu 6oabHeIM MB crietyer oTHecTH: npoBeIeHue Heok
CKPUHMHIA ¥ PAHHIOK JIMArHOCTHKY OOJIE3HH, paHHee Hauaso JieYeHus, HaOIOeHHE
TM3MPOBAHHBIX LEHTPAX MOMOLLM [U1st OorbHBIX MB KOMaH/I0i CrienraaucTos,
Teparikio npenaparom pekoMonHanTHoi JIHK a3k, HHrassmoHHy 0 aHTHOaKTepHalTbH
BBE/ICHHE B NPAKTHKY JIEYEHHs] MUKPOCHEPUUECKIMHU NTAHKPeaTHIeCKUMH (pepMEeHTa
METOIHK KMHE3MTEPAIlky, MOsBICHUE M aKTUBHOE BHEIPEHHE TAapreTHOI (marore
TEePAI|H, MPEeMCTBEHHOCTD repeiaun OOIbHbIX 13 MeMaTPUUYECKO CHCTEMBI BO B3POE
NPOMUIAKTHKY M JIeYeHHE OKMAAeMbIX OCIOKHeHHH MB, TpaHCrIaHTalMIo JIErKHX.
TPOrpamMmy JIEYCHHMsT /IbIXATeTbHOM HEI0CTATOYHOCTH, TICHXOIOTHYECKYO TIOIEPIKKY e
Bceé 970 eKeroaHo yBeanuMBaeT cpeiHuii BO3pacT mauueHToB ¢ MB M cyliecTBeHHO !
Ka4yecTBO UX kM3HH [1].
B 2018 r. meanana BeikuBaemMoct 60ibHBIX MB B CILA n cTpanax 3anajgHoi
npubnuszunack k 40 rogam [2]. B Poccuu Takike MMeET MECTO 3HAUUTETLHOES
TPOIOIKHTEILHOCTH JKU3HHU U JI0JIH B3POCIIBIX nanuenTos. ITo nanusiM Perucrpa @
MyKoBHCIH1030M B Poccniickoit denepaunn 2018 roxa (B Perucrpe umerorcst ca
3142 6onbHbIX M3 81 perroHa) momst B3pociblx crapiue 18 net cocrasuna 24,7%, &
peix DenepaibHbIX 0Kpyrax oHa gocturaer 40%, B Mockse — 35,7% oT uncia Habmie
[AalUKCHTOB, YTO ABIAETCS XOPOIIMM MOKA3aTeIeM | COMOCTaBUMO C KOJIMYECTBOM BE
B cTpanax EBpocorosa [1]. B nanxom roay B Perucrpe npu pacuére BbIKHBACMS
TOJIb30BaH CTATHCTHYECKHMH 1oaxo CeBepo-aMepukaHCKoro peructpa 6onbHbx M
BE/ICH Pacy€T NPOAOIKUTEIBHOCTH KU3HU Ul nauuenToB 3a 2014-2018 rombl.
OKMJaeMOH TMPONOIKUTEILHOCTH cocTaBmiIa 33,8 1T, 10BEPUTEIbHBIN HHTEPBAI — 3
roga. Camblii crapiiuit no Bospacty GonbHoit MB Habionaics 8 Mockse, emy B 26
6110 69 netr. B Cankr [lerepOypre — 62 roza.
B KkauecTBe MCTOPMYECKOI CIIPABKM CTOMT BCIIOMHHTB, YTO JOCTATOYHO JOJITO, B.
HU3KOHM BhDKHBAaEMOCThI0, MB BO BceM MHUpe SIBISUICS TIeAMATPUUECKOii pobiemMoit. T
LIECTHACCATHIX TOAX MPOLLIOTO BeKa MOSIBUIINCEH OTAelbHbIe HabmoaeH st MB y mojp
B3POCJIBIX, MPUYEM aBTOPbI MOJYEPKUBAIIH, YTO TATOTOTHS OPraHOB [bIXaHHS Y ITHX O
NpeBAIMPOBasia HaJl M3MEHEHUAMH CO CTOPOHBI JKEJTYJIOUHO-KHUIIIEYHOTO TpakTa. B 19
Bejylne criepanuctel B obnactn MB P.Di Sant Agnese u P.B.Davis yrBepiknaim, &
ABJIAETCS OJIHOM M3 YaCTBIX IPUYUH XPOHUUECKHX O0OCTPYKTHBHBIX 3a00/1€BAHMI JIETKH
10 30 ser [3]. DT NPOrHO3BI B JIAJIbHEHIIIEM [OIHOCTBIO ONMPABAATHCE. ‘
MoxHo BbiZEnnTh 3 5Tana B (OPMHPOBAHUH MpeAcTaBieHuii 0 MB B3pocibIx:

e | sram: 60-e roasl — onucanue nerei, 6oabHEIX MB ¢ nercrsa, nocmraro
POCTKOBOTO M B3pocioro Bo3pacta (1618 ner).

e I stan: xonen 60-x — 70-e rofbl — CHCTEMATHYECKHE TOMCKH CHMIITOMOB
B3pocibiX (20-30 s1er), cTpaJalomux XPOHHYECKUMH THOMHO-00CTPYKTHBHE
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HoeBaHUSIMH JIETKHMX, UTO MO3BOJIMIIO BBICKA3aTh MPEANOI0KEHHE O CYLIECTBOBAHUM
' MB npe/ICTaBIeHHOr0 HeI0CTaTOMHO THIIHYHOM KIMHUKOM B IETCTBE.

111 sram: k. 70-x — 80-e — 90-e roasl — auarHoctupyercs MB y B3poCibIX, IPOSBISAIO-
LMHACS UMEHHO BO B3pPOCIIOM BO3pAacTe.

u onucanbl caydan MB, BrepBble 1MATHOCTHPOBaHHbIE B CTapluell BO3PACTHOM

qecKue JanHbie/TAUHeHTbI 53r. (m) 42 1. (%) 40 jer (k) 35 ner (k)
bl 11074, MMOJIb/1T 100 92 84 80
MHECTHUECKIE TAaHHbIE a300CTEPMUs] TMepenecan GepeMeHHOCTD, HMEJIN JICTeH

0 «MSTKMit reHOTHI MB ¢ MHHMMAILHBIMH MPOSIBICHHAMHN TIAHKPEATHYECKOH Hel0-
ocTH. MoneKyspHO-IeHeTHIeCKUE METO/Ibl HCCIIEI0BAHNSA 3HAYUTEILHO PACIIMpPHITH
YKHOCTH IMATHOCTHKH M YTOYHH/IM OCOOEHHOCTH (DeHOTHITMYESCKHX TPOSIBIICHHUI TIPU
BIX TEHOTUIAX OOJIbHBIX.

AYKOBHCLIM/I03 B3POCIIBIX» MOXKHO YCIOBHO Pa3/euTh Ha JIBe HepaBHbIe TPyIbI [4]: oc-
251 YaCTh — GONbHBIE, 3A00MEBIIHE B PAHHEM JIETCTBE, AHArHO3 Y KOTOPBIX OBLI MOCTABICH
0 (MpaBuIIbHEE CKa3aTh — CBOEBPEMEHHO), JIOCTHTILNE B3POCIIOrO BO3PACTA, NEPE/IaHHbIC
JUISL nanbHeiero HaGmroAeH s | JIEUeHNA BO «B3POCIYIO» KIMHHKY, M MEHbIIAs
1 — GonbHbIe ¢ no3aHel Manudectanuei. C cOBPEMEHHBIX MO3ULMI 3TO CKOpee BCEro
Y3MUTOTHI 110 MATKMM MYyTALHsIM HTH KOMIAYH/Ibl — «TSDKETas» + «MArkas» MyTarms.
genenve B 2007 I. HEOHATAILHOTO CKPUHMHIA Ha Tepputopuy Poccuiickoii denepaimn
IMITO CyLIIeCTREHHBII TIporpece B paHHeil Bepugukaimu MB (HeoHaTalbHbIi CKPUHUHT,
gpu3anys 3HaHUii 0 MB cpeny Bpadeil, MeIMIMHCKOH 0OIIECTBEHHOCTH M HACENICHNS,

34 BONLHBIX CTAPILIEro BO3PACTA CIlydan BpadeOHbIX OMMOOK M TO3/HEH IMarHoCTHKH 3a-
1 He SIBISIOTCS PEKOCTBIO, XOTS B OTAE/BHBIX CITyHasX Mo3anss auardocruka MB
eTHIMYHOI KapTiHe GOJIE3HN CKOpee CBHJIETEbCTBYET O JI0CTaTOuHOM KBaIHpHKaLiy
A ¥ 3aMHTEPECOBAHHOM OTHOLICHUH K HeoObluHoMy mauwenty. Ilpu ananuse mareprana

roAy MpaBMIbHBIA AMArHO3 BEPUMHIMPOBAH B CTAPLIEM BO3PACTe B 3,3% ot obero
1 GonbHEIX My 13,1% cpeu rpyrisl B3pocibix. MakcuManbHeIi BO3PACT AMArHOCTHKH
crasu 59 sier [1]. Heo6xoammo akTHBHO MPOBOAUTE M(QepeHLranbHyio THarHOCTHKY
i CJIE/LyIONIMX TPYII GOMBHBIX («rpymn pucka» no MB) [5]:

. ['HoliHbIe 32a0071€BaHMUs JIETKUX HESICHOM 3THOIOTHNI:

BpoHX03KTa3b! (PACTIPOCTPAHEHHBIE, B TOM 4HCIIE H JABYCTOPOHHHE)

Cumntom «OapabaHHBIX MAI0YEK»

® [loBTOpHBIE U PELMIUBUPYIOLINE TTHEBMOHUH C 3aTSKHBIM TEYEHNEM

® AHaMHeCTHUYECKHE cBeieHHs 00 adcueMpyroLiel MHEBMOHUH B MJTa/ILIEM JIETCKOM
BO3pacTe

BpOHX00GCTPYKTHBHBIH CHHAPOM HEACHOTO TeHe3a, MII0X0 MO IUHACS TeIeHIIO
® Pennausupyoinie OpOHXHUTHI, OPOHXUOIUTEI C BHICEBOM P.aeruginosa
Msmenenus JKKT:

o CunapoM ManbabcopOIMK HESICHOTO reHesa, OTCTaBaHue B POCTE

® CaxapHblii nabeT B COYCTAHUH C PECTIUPATOPHBIMH CHMITOMAMH
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Kentyxa 06CTPYKTUBHOTO THIIA Y HOBOPOXKAECHHbBIX C 3aTSKHBIM TEUe!
HECTHYECKUE CBEICHMUS )
IlpusHaku OuaMapHOro LMPPO3a MEUEHH M NOPTANLHON THIIEPTEH3NUH B
BO3pacTe
CuHIpoM MCTaNbHOM HHTECTHHAIBHON 00CTPYKIMK
["acTpossodareanbubiii pedaroke
Xonenurras B MOJIOZIOM BO3pAcTe
IMTankpearur
3. M3MeHeHuUs JApyruX OPraHoB M CHCTEM:
® Hapymienus pocra u mojoBOro pasBuTHs
® VudepTuabHOCTh ¢ a300CHepMHei y ULl MYXKCKOTO [oJia
® XPOHHYECKHH PUHOCHHYCHT
® [lomumel HOCa
® CHuxenue GepTUILHOCTH Y KEHITUH
e Cubcel U3 ceMeii, B KOTOPHIX ecTh GonbHbIe MB
Kannuyeckas kapruua 3a6oaeBanus
Tvnuasas kapTHHa 3a601€BaHus BO B3POCIIOM BO3PACTE XapaKTepH3yeTcst XPOH
OPOHXHUTOM, JBYCTOPOHHHMH GPOHXOIKTA3aMHU, PA3HOI CTENEHBIO BHIPAKEHHO

Knunuyeckue NpoABneHns, XxapakTepHble ANnsA B3pOCsibIX NaLUEHTOB C MyKOBUCL

Boicokocneundmunsie 1is MB

Keayoouno-xumennvie:
® DK30KpHHHAS HEAOCTaTOY-

Menee cneungnunsie s MB

Keaydouno-xumeunvie:
e OrcraBaHue (HU3MYECKOTO PA3BUTHSI

HOCTb TOIKETYI0UHOM e [unonporenHeMust
XKele3bl Y B3pocblX (aHaM- | @ JlehuImT XHpopacTBOPMMBIX BUTAMHHOB
HECTHYECKH C JIETCKOrO o CHHIPOM AMCTATTBHOM HHTECTUHATBHOI 0BCTPYKIIMH
BO3pacTa) o PexranbHblit mposarnc
e BiiapHblii ppos
e [loprasnbHas rurepTeHsust
e XKb
o [IepBUYHBI CKIIEPO3UPYIONIHMIA XONAHTUT
© DK30KpHHHAs HeJOCTATOYHOCTD MOIKETYI09HOI JKeJIe3bl Y B3PC
o PelunBupYIOLIHIi MAHKPeaTHT
Co cmoponb! dvixamenvnoLx Co cmoponvt dvixamenvnoix nymeii:
nymeii: © XpOHUYECKast WK PELAMBUPYIOLIAs HHDEKLIMS, BBI3BAHHAS S, &

o XpoHuuecKast MH(eKIus, P. aeruginosa, A. xilosoxidans, H. Influenzae

BbI3BaHHas P. aeruginosa,
B. Cepacia complex

© BpoHX09KTa3bl B 060MX
JIETKHX

e [Tonumbl Hoca ¢ 1ETCKOro
BO3pacra

e PenTreHonorHueCK e PH3HAKK GPOHX0IKTA30B, ATeIeKTa30B, I
PUHQISUMM WM XPOHHYECKAst MHDIIBTPALIUS HA PEHTTEHOTPA
OpraHoB rPyIHOM 10J0CTH

o KpoBoxapkanbe, cBsizaHHOE ¢ 1u(y3HBIM TOPAKEHHEM JIETKHX
JIMYHBIM OT TYOepKyJ1e3a WK BACKY/IUTA

© XPOHMYECKHUIT 1/WIH TIPOAYKTUBHEII KaIle/b

e AJieprudeckuii GpOHXO0IErouHBbII acrepruies

o [Tosurbl Hoca y B3pOC/IbIX

e PeHTIeHONOrnYecKue NpU3HAKM XPOHHYECKOTO TAHCHHYCHTA

Jpyeoe:

o CHHIPOM 31€KTPOIMTHBIX
HapyLIEHH

® BpoxIeHHast 1BYCTOPOHHSA
arniasus CeMsIBLIHOCSIINX
MIPOTOKOB

Jpyeoe:

® YTOIIeHUe KOHLEBBIX (hasaHT
e Ocreomnenusi/ocTeonopos B Bospacte <40 et
e Hetunuumelii caxapHblit 1uader
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SHOM HEZIOCTATOUHOCTBIO, TIOPAKEHUEM U OCJIONKHEHUAMH CO CTOPOHBI IPYTUX CHCTEM H
(ra6n. 10.1.1). Bapocrienue NauneHTOB CBA3aHO ¢ YBEIMYEHUEM YHUCIIA OCIOKHEHUH
DBHCIIMI03A.

epH1M AUArHOCTMKM MYKOBMUCLMAO3A Y B3POCHbIX

[poLIETypa IMATHOCTUKH Y B3POCIIbIX MAJIO OTIMYAETCS OT TAKOBOM y eTeil. DTo Halmuue
CTEPHOM KIMHUYECKO#H KapTHHBI U JI0Ka3aTebCTBO HapyLIeHHUs (YHKLHUH XJIOPHOIO

%0110 85% B3pocibIX O0MbHEIX MB — maimenTsl, JHardo3 KOTOpbIM OBl YCTAHOBIIEH B
skoM BospacTe [ 1], ocTaibHBIM — JMarHo3 yCTAHABIMBAETCSA B BO3pacTte crapiie 18 ner.
30 C BHEJIPEHHEM CKPMHUHTA HOBOPOKIeHHBIX Ha MB ¢ 2007 1. unciio ciy4aes nosa-

araocTiHkd MB nomkHo cHwkaTbes. OCHOBHBIMH METOAAMH JAHATHOCTHKH, IOMUMO

SHETUYECKOE MCCIICN0BAHUE;
HCCIIEJOBAHHUE HA3ATbHBIX TIOTEHLIHANIOB;
CCIIE/IOBAHME KUIIEUHBIX MOTEHIIHAIIOB.
JOTOBBIM TECT SBISIETCS «30JOTHIM CTAHJAPTOM» AMAarHocTHKH MB, mosropHbie 10-
EHHS XJIOPHUJIOB 110Ta YOeIUTEeIbHO TOBOPST O ero Hamu4duu. HeobxonauMo moMHUTE,
CTh COCTOSIHMSL, JUIi KOTOPbIX XapaKTEePHBI KaK JOKHOOTPHIATENbHBIE, TAK U JTOXK-
AOKUTEIbHBIE TOKa3aTe I MOTOBOW mpobkl. Harnpumep, HEKOTOpbIe BapUaHThLI reHa
TP, B uactHocty 3849-+10kbC>T conpoBokaatoTes B TPETH CilydaeB OTPUIIATEeIbHBIMU
COMHMTEIBHBIME TTOKA3aTeJIsIMU TIOTOBOW MPOOBI, ¥TO HAPALY C HU3KOH 4acTOTOMH
¥peariueCcKoi HEJIOCTATOYHOCTH TIPH ITOM «MSITKOM» FeHEeTHYECKOM BapuaHTe, AeaeTr
HO03 MYKOBHCIIH/I03 B I71a3ax Bpaua MajoBeposiTHbIM. K ToMy ke, B OTIIHYKE OT JIPyTrux
FHYECKUX BapUaHTOB, MPH KOTOPBIX PA3BUBAETCS AIlIa3vs CEMABBIHOCAIIMX TPOTO-
myskckoe Oecrutoaue, npu Bapuante 3849+10kbC>T GonpurneTBo Myx)unH ¢ MB
HOPMaJIbHYIO (PEePTHIIbHYIO (YHKIHIO, YTO BHOCHT JOMNOJHHUTEIBHbIE CIIOKHOCTH B
ocTHKy MB y HocuTeneil janHoro resoruna. IToaroMy npoBeneHue reHeTHIECKOTo
JIOBaHKSI C 1eJTbI0 OOHAPY)KEHMST IBYX MAaTOreHHblX BapuanTos rena MBTP spasercs
SIBHBIM. JTO T03BOJISIET JAUATHOCTHPOBATH 3a00JICBAaHUE NP OTPUIATENBHBIX HIIH
ITEIBHBIX pe3ylbTarax MOTOBOTO TecTa, chopMUpOBaTH ONpPeNeIeHHbI POrHo3
$3HM, 4 TAK)Ke PELIUTh BOMPOC O MPUMEHEHUHU TAPreTHOU TepanuH.
03 MB nioaTBepKIaeTcs Npy HATMYHK OHOr0 WK Goree XapaKTepHbIX (heHOTUIIH-
nposineHrid MB ¥ BBIBIEHHEM KIIMHHYECKH 3HAUMMBIX MyTauuil rena MBTP nipu
POBaHUM WM yBEIUUCHHE YPOBHS XJIOPUIOB B CEKPETE TMOTOBBIX JKeJIe3 MalueHTa
10:1.2).

Ta6auya 10.1.2
LOuarHocTuyeckue kputepum MB

KTepHbIC KIMHIYecKne nposiieHus MB (maro- [MonoxunTenbHbL TTOTOBLII TECT
# OPraHoB JIbIXaHUS M MPUIATOUHBIX MA3yX HOCA,
OUHO-KHIIEUHbBIE HAPYIIEHNS U HAPYIIEHNSI

, CHHIIPOM TIOTEPH COJei, 00CTPYKTHBHAS
ITmoc

[MonoxuresnbHas PasHOCTb KUILHEYHBIX
[MNOTCHUMAIOB

SKHTETbHBIN HEOHATANbHBIH CKPUHMHT JIBe 3Haunmble Mytatmu B rene MBTP
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Hpyrum BapuanTOM JMarHOCTHYECKUX KPUTEPUEB SIBISETCS KOMOHHALLE
npezacrapiaeHnbix B Tabmuue 10.1.3. [lanHbie KpuTepun pazpadoTanbl rpymnmoi
9KCTIEepTOB [6].

o
AvarHocTuyeckue KpuTepuu, yTBepxaeHHble EBponeickumu ctanaapTamm |
nepecmotp 2018 rona [6]  HaumoHanLHLIM koHceHcycom (2016) [5]

[TonoxurensHast morosag npoda

H/Wim

JBe myrauun MBTP, sispisatonme MB (coracho 6ase CFTR-2 http://www.cftr2.org)
u

HeoHaranbHast runepTpuncHHoreHeMus
Wom o
XapakTepHbie KIMHUYECKUE MPOSIBICHNS, TaKHe Kak 1u(]y3Hble GPOHX0IKTA3bI, BHICEB N3 ME
3HauUMoii isi MB natorennoit MuKpo(haopbl (0CO6EHHO CHHETHOIHOI NaTOUKH), IKIOKPHHE
KpeaTnyecKast HeoCTaTOYHOCTh, CHHAPOM MOTEPH CoTIeit, 00CTPYKTUBHAS a300CTIEPMHsT

Kanodbr n anamues
Cwm. pasznen Knuaudeckas kapruna 3a00/1eBaHusl.

YKa3bIBaIOLIMX HA MATOJIOIUIO BEPXHUX U HHKHMX [bIXaTeJbHBIX MyTEH.
®usukajibHoe 06cie0BaHne
[aumenty ¢ nonospennem na MB criestyer npoBecTH noiHoe Gpu3uKanbHOE 00eIe
T.K. IPH 9TOM 3a00JIEBAHUN UMEIOT MECTO MYJILTHOPTAHHBIE MPOSBIICHHUSI.
JlaGoparopHas AMArHOCTHKA
® Jlist AMarHOCTHKY MYyKOBMCIMI03a PEKOMEHJLYeTCS KOIMUYECTBEHHOE ONpes
YPOBHsI XJ10pHA0B B note (Mccnenopanue ypoBHs XJI0PHIOB B 110Te) [5, 6].
® B KauecTBe J0MOTHUTENLHOTO TECTa NMOKA3aHO IIPOBEACHHE HCCIIE0BaHNs Pasd
KHIIEUHBIX MOTEHIMAI0B [6].
® PexomeHayercs MHUKPOOHOIOrHYECKOE HCCIIE0BAHHE MOKPOThI MH/IyIHPOBAHHO
TPaxeaabHOro acupara H/UiH JKHAKOCTH OPOHXOAILBEOIISPHOTO JaBakKa [UTs Ml
KallMH 1aTtoreHa(oB) U ONpeie/ieHns YyBCTBUTEILHOCTH BBIAEIEHHON MUKPOGIIOpH
® PekomenyeTces npoBeieHne JabopaTopHbIX TECTOB JJisl ONPE/Ie/ICHUs CTENEeHH) |
HECEKPETOPHOI MaHKPeaTUYeCckol HeOCTATOUHOCTH (KOIPOIOrHYECKOe HCCTIeIo!
HEHTPAILHOTO JKUpPa B Kalle U ONPe/Ie/IeHAe COIEPIKAaHMs TAaHKPEATHUECKOH HI1aCT:
B (pexanmsx) [5].
Y4HUTBIBask NOIMOPraHHOCTh N 3HAYUTEILHYIO YaCTOTY OCIAOKHEHHI piu MB B3poe:
9THM NAalLKEHTaM HEOOXOAMMO PEry/spHO MPOBOAUTH AUAHOCTHYECKHE HCCIe0BAHNS
NPABJICHHBIC Ha BBISBICHUE OCIOKHEHHH U OLIGHKY COCTOSIHHS CHCTEM OpraHoB. PekoMe:
eTCs IPOBE/CHHE CIUPaILHON KoMIBIoTepHOM ToMorpaduu (KT) opranos rpyaHoit noso
B nacrosmee Bpems KT sBasercss OCHOBHBIM METOOM BU3yaqM3alUK H3MEHEHUI JIET
npu MB (puc. 10.1.1). PexomenoBaHo sxokapamorpaduueckoe ucenenopanue (Ixo-
GOIBHBIM € THMIOKCEMHETT 1715l TMArHOCTHKHI BTOPUYHOIT JIerounoit runeprensun. Tlanues:
¢ MB Heo0X01MMO PeryisipHO HecienoBarh (PYHKIMIO BHEIIHErO [bIXaHMSI.
PexkomMen10BaHO y/IbTPa3ByKOBOE MCCIIEI0BAHIE OPraHOB GPIONIHON TOTOCTH H MeYe

(puOpOIIACTOMETPHIO TIEUEHH C HEITBIO OLEHKH CTENCHH BLIPAKEHHOCTH (uOpo3a, yiIbrp
3BYKOBOE MCCIIC/IOBAHHE IeNaTOOMIMapHOil 30HbI), 0C000€ BHHMAHHE Y/EISETCS CTPYKT
TTOJIKEITY/I0YHOM JKeJIe3bl U THITYy KPOBOTOKA B reueny [1, 5].
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10.1.1. ®pasmeHm KomnblomepHoLl moMoepamMmbl opaaHo8 2pyoHoll knemku GonbHou H., 36 nem: MHOXe-
EHHbIe GPOHX03KMA3b], YACMUYHO 3ar0THEHHbIE, 8bipaXEeHHas nepubpoHXuansHas UHpUIbMpayus, ymMepeHHoe
eHUE MPUKOPHEBbIX MUMPOY3/108

0 onpenenaTh KoulenTpauuto [gE, obmux U crennduieckux HMMYHORIOOYJIHHOB K
ergillus fumigatus.

110 HACTOSIIIErO BPEMEHH COXPAHSIOTCS 00BEKTHBHBIE CIIOKHOCTH IpH uarHoctuke MB, B
BOSHHOCTH TTPU aTHITHYHBIX (opMmax ¢ no3aHeld ManudecTanuer. ['eneTHueckuii moaumMop-
M 3a60seBanust 00ycioBnBaeT (eHoTHIHIecKoe pazHoobpasue Gpopm MB oT TsKenbix
 RErKMX (aTMNUYHBIX). Bosibiine TPYIHOCTH BO3ZHHMKAIOT MPH IHATHOCTHKE aTHITMYHBIX
YaeB MYKOBKCIIM/I03a C MOrPaHUYHBIMUM 3HAYEHUSMHU MTOTOBOTO TECTa. 3HAYEHHs HHUIKE
umonb/1 (o Tubeony u Kyky) oleHMBaroTes Kak orpuiaresibhblie. [Ipu morpaHuYHbIX
HEHUSX PEKOMEHYeTCsl TPEXKPATHOE MCCIe0BaH|e MOTOBOH JKMKOCTH TOCIE TPeX-
Oro HAXOXK/ICHUsS] HA HU3KOCOJIEBOM aueTe. Y JKEHIIMH HCCIIEI0OBaHHE BIMOIHACTCS B
WByI0 (hasy MEHCTPYalbHOIO IUKIA.

Hpu Hannuuy cepTHPUUNPOBAHHBIX MPUOOPOB U1 U3MEPEHUSI Pa3HOCTH HA3albHBIX U
EYHBIX [OTEHIHAIOB, STOT BBICOKOYYBCTBUTEIBHBIN METO AHATHOCTHKH MOMKET OBbITh
JIb30BaH JUIsl BLISIBJICHUS aTUnuaHbIX Gopm MB.

JKOHYATEILHBIM TIOATBEPIKIEHMEM JIMArHO3a «MYKOBHCLIM/I03» SIBJISETCS BbISBIEHHUE JIBYX
uit rena MBTP u3 uncna Hanbosee 4acTbiX Ui JaHHOM TEPPUTOPUM MJIM PEIKHUX
Hii METO/IOM CEKBEHHPOBAHUs I'eHa.

MKO-PYHKLMOHQSbHbIE XAPAKTEPUCTMKM

eJbHOI cucTtemsl [4].
LapaKTepHOil 0COOEHHOCTEI0 HH(EKIMOHHO-BOCTATHTEILHOIO MPOLECCa B JIETKUX Y
pix 00JbHBIX MB sBisieTCs €ro HenpepbiBHO-PEIMMBUPYIOIIEe TeueHHe Ha (poHe
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CTOMKUX U3MEHEHMH OPOHXMATLHON CTEHKH, C(OPMHUPOBAHHBIX OPOHXHONO- H |
9KTa30B, PACIPOCTPaHEHHOTO MHEBMOGBUOPO3a, 06CTPYKTUBHOM U Oyiie3HOMH SMpHE

YKa3aHHbIe W3MEHEHUs HAXOIST OTPAKEHHE B PEHTICHONOIMYECKOH KapTHHE Jie
OOJIBUIMHCTBA TMAIMEHTOB ONMPEENSIOTCS NPU3HAKH MX TMIIEPBO3AYIIHOCTH — MOBI
TPO3PavHOCTH JIETOYHON TKAHH, YIIIOMIEHHE AuadparMbl, BEIOyXaHHE FPY/IMHBI BIEPE,
IPYAHOro ot/iena no3sonounrka. Obpaiaer Ha cebs BHUMaHHe BblpakeHHas aedo
M YCHJICHHE JIETOUHOTO PHCYHKA, MepHOPOHXHaIbHAS HH(DUIBTPALHMS, TPOSBISIOLE
peHTreHorpaduu B BUJIe NapaviebHbIX JMHEHHbIX WM KOJIbIIEBHIHBIX TEHEH.
M3MEHEeHHsl IETKuX Bepuduumpytorces npu nomory KT opraHos rpynHoif kierku. D
HO3BOJISET BBIABUTL OPOHXO0IKTa3bl, OYJIbl, MYKOU/HbBIE TIPOOKK ¥ aTelaeKTa3bl, ¥
XapakTep HHQUIBETPATUBHEIX H3MeHerHnit. HanGosee yacToii HaxoKkoi y B3pocbix 68
MB siBnsiroTcst 6poHX03KTa3bl M HepuOpoHXHaibHas HHHILTpamus. KonndecTso 6f
Ta30B U YPOBEHb MOPaXeHHs: OPOHXHATLHOTO JiepeBa B HAHOOIbLIEH CTENEHH KOppe
C KIMHUYECKHUMH, aHTPONOMETPHIECKIUMH 1 (DyHKIMOHATLHBIMU NoKasaTensMu [7].

JbixarenbHble TyTH B3pOCTbIX 00abHBIX MB 3HauMTENBbHO Yalle, YeM B IETC
HUKE, HHOUIMPOBAHBI CHHETHOMHON NMaMouKoi [8, 9] u ApyruMu MymbTHpE3H:
IPaMOTPULATENIbHEIMHU OaKTepUsIMH. XPOHUUECKOE HHPULIMPOBAHUE MYKOMIHBIM Ii
CHHETHOMHOM MajiouKH SBJIAETCS XapaKkTepHo ueptoil Teuenus MB B3pocibix. U
SIBJICHUSI CHHETHOWHOM najouky B rpyrie crapiue 32 sier npu MB cocrasnser 58,7%.
perucrpa B3pocibix 6onbusix MB Mockssr mokasain, 4to y 27,5% B Bospacte 263
OponxHansHOM cekpeTe obHapyxkusaercs P aeruginosa, y 5,3% — Burkholderia ceg
B 12% npyrue nedepmenTHpYIOIINE TpaMOTpULIaTebHbIE BO30yauTenu [1].

B Tedenne nocnennux jet Bo BceM MUpE PacTeT YUCIO OONbHBIX, HHOUIHPOB
(epmeHTHPYIOIIMME TPaMOTpHLATEILHBIMA OakTepusiMi — Burkholderia cepacia et
Stenotrophomonas maltophilia u Alcaligenes xylosoxidans [10, 11], xapakrepus
MHOKECTBEHHOH PE3MCTEHTHOCTBIO K aHTHOAKTepHalbHbIM npenaparam. MH(HMpe
Burkholderia cepacia complex, ocoGenno sunamu Burkholderia cenocepacia, Burkl
multivoran 9acTo MPUBOINT K PA3BHTHIO TSDKENBIX 000CTPEHHI XPOHHUYECKOTO G
MyJIETUI00apHOH THEBMOHKH, PE3UCTEHTHOH K aHTHOAKTEPHATLHOMY JICYSHHIO H §
UMMUH, 3HAYUTENBHO yXyaias nporuos (puc. 10.1.2-5) [12, 13]. Menuana BeDKHBaS
GonbHBIX, MH(pUIUPOBAHHBIX Burkholderia cepacia complex na 10 ner Huke 0O

npuema U rocrnuranusann 60nbHbIX MB — HeoOxoanMa cTporast H30.s1us Naue
ot apyra [14] (cm. Taxke [iaBy 13.1).

[Ipu ncenenoBaHK BEHTHIISILIMOHHOM CIOCOOHOCTH JIErKUX y 60bHBIX MB Bbis
BBIPAKEHHBIE OOCTPYKTHBHbIE H3MEHE
runepuHQISLAS Jerkux, KOTOphIe ye
I0TCSI P NPOTPeCCUPOBaHNH 3a00:€

3HaYUTEIIBHOE YBEIIHYCHHUE OCTATC

o0bemMa Jerkux NPUBOIUT K CHHE
JKHU3HEHHOH eMKOCTH JIETKHX W ee M

Puc. 10.1.2. PeHmeeHozpamma 60rbH020 X., 1
80 8pems 060CMPEHUS XPOHUYECKOL PECUE
uHebekyuu Burkholderia cenocepacia ST709. &
2UNepuHpnayuU neakux, U3bbiMoyHo20, O
POBAHHO20 N16204HO20 PUCYHKaA Orpedens
CUBHasA UHbunbMpayus 8 cpedHLx omoe:
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10.1.3. Juramuka peHmeeHono2uyeckol kapmuHbl
X., Ha (hoHe akmusHol aHmubakmepuanbHou,
UYecKoLl, MPoMuUBosoCHanuUmensHol meparuu.
SIIEMCS YBeIUYEHUE 30HbI UHGUNbMPayuU 6
omdenax crpasa, 808/1e4eHUE 8ePXHUX U HUKHUX
npagoeo f1e2ko2o

10.1.4. [JanbHeltwas OuHamuka peHmaeHosnouye-
amMeHeHul 8 rieekux 60mbHo20 X., UHbUUUPOBaH-
holderia cenocepacia ST709. Onpedensemces
e ne2oyHbIX nonell cripaea, rnosenexue npu-
ex00/1e6020 rnespuma, decmpykyuu npasozo

10.1.5. JanbHeliwas OuHamuka peHmeeHonoau-
| U3MeHeHull 8 neakux 6onbHo2o X., UHGUYUPO-
Burkholderia cenocepacia ST709. Ha ¢pore
HOUWUXCA PEHM2eHON02UYeCKUX U3MeHeHUU
onpedesnsiemcs momarsHoe 3amemMHeHUe 1188020




