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Tabauiia 4 — FapMOHUYHOCTE (PU3UYECKOTIO PAa3BUTHM feTell ¢ 3a00AeBaHUSIMU Op-

TaHOB ITHNIIEBApPEHUA

PusmyecKoe pa3BUTHE K29 (x-BO, %) K21.0 (x-BO, %) K87.0 (x-B0,%) K26 (k-B0,%)
TapMOHHYHOE 24 (35,8 %) 11 (31,4 %) 4 (30,8 %) 3 (42,9 %)
JrcrapMOHHYHOE 22 (32,8 %) 15 (42,9 %) 7 (53,8 %) 3 (42,9 %)
Pe3ko aucrapMoHHYHOE 21 (31,4 %) 9 (25,7 %) 2 (15,4 %) 1 (14,2 %)
Bcero 67 (100 %) 35 (100 %) 13 (100 %) 7 (100 %)

Bobleoout

3a60oAe€BaHNs OPraHOB MUILEBAPEHUS Yallle PETHCTPUPYIOTCS Y AETEH CPEIHETOo
M CTapIero IIKOABHOIO Bo3pacTa. ®U3MYECKOE PA3BUTHE CPENHEE TAPMOHHYHOE Y
Kaxkoro 6-ro pebeHKa HMccAeyeMOU IpyIIIbl, Yalle y AeBoYeK. Pusndyeckoe pa3BUTHE
HHUZKE CPEOHETO, HH3KO0E€, O4YE€EHBb HHU3KO0E y [I9TOH YacTU ,Z[CTCfI, qaIlr€ y A€BOYEK. duzu-
YECKOE Pa3BUTHE BLIIIIE CPEAHErO, BLICOKOE, OYEHL BHICOKOE Y KaxKIOr0 BTOPOIO Ma-
MUEeHTa, 4Jallle y MaAbYHKOB. Boaee WeM y IOAOBHHBI zeTeil (pU3NYECKOe Pa3BUTHE
JUCTAPMOHHUYHOE. Y KarkK/IOT0 5-TO MAIlMEHTA C XPOHUYECKHUM TaCTPUTOM (PU3HIECKOE
pPa3BUTHE CPEHEE TAPMOHUYHOE, Y KAXKIOTO 3-T0 — BBIIIIE CPELHETO, BLICOKOE, OYEHD
BBICOKOE AUCTapMOHUYHOE. Y OOABIIHMHCTBA TIAITUEHTOB C PeQPAIOKC-230paruToM, S3-
BOI [[BeHaI[L[aTHHepCTHOﬁ KHWIITKH, 3&6OAeBaHI/IHMI/I KEAYEBBIBOOAIITNX HYTeﬁ CbI/I3I/I-
YeCKoe pa3BI/ITI/Ie BEIIIIE Cpe,[[HeI‘O, BBICOKOE M OY€HB BBICOKOE I[I/ICI‘apMOHI/I‘-IHOC.
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Beedenue

MyKOBHCLIM/I03 — CaMO€ paclpoCTPaHEHHOE HaCAE€ICTBEHHOe 3aboaeBaHUE,
00yCAOBAEHHOE MyTalleld reHa, PaclOAOKEHHOTO B JAMHHOM IIA€Ye 7-H XPOMOCOMEI,
IIepeaeTcs 10 ayTOCOMHO-PELIECCUBHOMY THILY ITPH HACA€IOBAHUU ABYX MYTaHTHBIX
aannesedt. CaeAcTBHEM MyTallMM I'eHa IBASIETCS HapyllleHHe CHHTE3a, CTPYKTYPbl U
dyHKIIMH OeAKa TPaHCMEMOPAHHOTO PEryASTOpa MPOBOAMMOCTH MYKOBHCIIHI03a
(CFTR), B pe3yabTaTe 4€ro XAOpPHbIE KaHAAbl CTAHOBATCH ITATOAOTHYECKH HEIIPOHUIIA-
€MBIMHU [AS MOHOB XAOpPA IPH runepabcopbiiry HATPUS U OOJHOBPEMEHHOM ITOCTYIIAE-
HUU B KACTKY BOIBI, YTO BBI3BIBAECT ACTUAPATALINIO AllHKAABHON IIOBEPXHOCTHU CEKpe-
TOPHOTO STIUTEAHS U YBEAHUYEHME BA3KOCTHU CAH3HU [1]. 910 3ab0aeBaHMe XapaKTepU3y-
€TCsI PaCIpPOCTPaHEHHBIM IIOpPasKeHHeM 3K30KPHHHBIX KeAe3, KUCTO3HBIM IIepPepoK-
[OEHHEM IIO[XKEAYIOYHON >KeAe3bl, IIOPaKEHUEM KEeAe3 KHUIIleYHHKAa U AbIXaTeAbHOH!
CHCTEMBI H3-3a 3aKyIIOPKH UX BBIBOALIINX [IPOTOKOB BA3KHM CEKPETOM, YTO BBI3BAHO
U3MEHEHHUSIMHU (PYHKIIUY XAOPHBIX KAaHAAOB MeMOpaH 3MMUTEAHAABHBIX KAETOK [2].

BocnaauTeAbHBIN IPOIIECC MUKPOOHOH 3THOAOTHHM HUTpaeT BasKHYIO POAb B Tede-
HUU XPOHHYECKOI0 OPOHXOAETOYHOIO IIpollecca y OOABHBIX MYKOBHUCIIHmo30M (MB).
BoabHbIE ¢ faHHON maToAOTHEN HA MPOTIKEHUHU BCEM XKU3HU CTPAAAIOT OT PEILUaH-
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BUPYIOIIUX U XPOHUYECKNX UH(PEKIUH PECIHPATOPHOrO TPaKTa, KOTOPhIE SIBASIIOTCS
OCHOBHOH IPUYHMHOH 3a00A€Ba€MOCTH, YACTBIX TOCIIHTAAH3AIINE U CMEPTHOCTH IIPU
MB. TlopazkeHHEe PECIIHPATOPHOIO TPaKTa ABASIETCH IIPUYHHON CMepTH 0Oosee deM
90 % 6oapHBIX MB. B niepuon, korma MB 0Obia BriepBble omucaH, OOABIITMHCTBO OOAB-
HBIX YMHPaAO B BO3pacTe [0 IEATH AET OT CTaHUAOKOKKOBOM HMHMEKIINN pecnupa-
TOPHOIO TpakTa. B Hacrodilee BpeMs, 6aarogapss BHEAPEHEHIO B IIPAKTHUKY aIeKBaT-
HBIX A€4YeOHBIX IporpaMm Iipu MB, BKAIOYAIONIMX MHUKPOOMOAOTHYECKHUH MOHHTO-
PHHT MUKPOMAOPHI HUKHUX AbIXaTEABHBIX IIyTE€H M MOHUTOPUHT aHTHOHOTHKOPE3H-
CTEHTHOCTH, CPEeIHS IPOMOAKUTEABHOCTDb KH3HH B AYUIINX 3apyOesKHbIX IIEHTpax
MYKOBHCIIHI03a CcTaAa IIpeBblIIaTh 35 aeT [3].

Ilens

[Ipoanaan3upoBaTh Pe3yAbTATHI OAKTEPHUOAOTHYECKOTO HCCAE€HOBAHHUS OPOHXU-
aABHOT'O CEKpeTa HallUeHTOB C MyYKOBHCIIHI030M.

Mamepuan u memoovst uccnedoeaHust

Bria poBeneH aHaAN3 MEAUIIMHCKON AOKyMeHTAIuU 11 maleHToB ¢ MyKOBHC-
nuao3oM B Bo3dpacTe oT O go 18 aeT, HaXOOAIIHUXCHd Ha CTAlIlMOHAPHOM A€YE€HUHU B
nenuarpudeckoM otaeacHuUU No 1 Y «J'OOKB» B 2020 r. [IpoaHaau3NpOBaHbI PE3YAb-
TaThl 0aKTEPHOAOTHYIECKOTO UCCAEJOBAHUS OPOHXHUAABHOTO CEKpeTa.

Pe3ynomamul uccnecoeaHust u ux oocyicoeHue

Anaausupyemas rpymmna cocrosaa U3 11 ucropuit 6oae3Hu: 6 MaABYMKOB, YTO COCTa-
BUAO 54,5 % u S geBouek, 4To paBHO 45,5 %. Pe3yabTaThl IpeacTaBA€HbI HA PUCYHKE 1.
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Pucynox 1 — IToaA0oBOoe COOTHOLIEHHE IMAIlHEHTOB

KoanugectBo netett B BozpacTe oT 1 go S aeT cocraBasieT 2 (18 %) ueaoBeka, oT 6
o 11 aer — 3 (27 %) yeaoBeka, oT 12 mo 18 aeT — 6 (55 %) yeaoBeK.

C TsDKeAOM CTENEHBIO TsXKeCTH 3aboaeBaHua — 7 (63,6 %) deaoBeK, a co cpemHe
CTEeNEeHbIO TKeCTH — 4 (36,4 %) yeaoBeka. Pe3yabTaThl IIpeCcTaBAECHBI HA PUCYHKE 2.

TAaxenan CT. TAXKeCTU

B CpesiHAA CT. TAXKECTU

PucyHok 2 — TaxkecTs TedeHHs 3a0oAeBaHHS

CriekTp MHKPOMAOPHI, BBIAEACHHOM W3 HHUXXHUX ObIXaTEABHBIX IIyTeH MepBHY-
HBIX OOABHBIX, TMPEACTABACH 7 BHAAMU MHKPOOPTAaHU3MOB: AUAHPYIOIIEE MECTO B
BO3HHUKHOBEHHH WH(EKIIMOHHBIX ITPOIIECCOB B AECTKUX 3aHUMAaeT S. aureus (62,5 %),
BTOpOEe MecTo — P. aeruginosa (25 %), moas apyrux MukpoopraHusmoB (Candida spp,
Candida ablicans, Klebsiella pneumonia, Streptococcus pneumonia u Escherichia coli) —
12,5 % (pucyHoxK 3).
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W S. aureus 62,5%

P. aeruginosa 25%

W [ipyrue 12,5%

PucyHok 3 — CnekTp MHKpodAOpE!

[Ipu Tazkeaol crereHHu 3aboaeBaHMs Ipeobaamasa I'p- Mukpodaopa: P. Aeruginosa
(57,1 %), Escherichia coli (14,3 %), Klebsiella pneumonia (14,3 %) u I'p* ¢daopa
(S. aureus) — 14,3 %. [Ipu cpenHell CTENEHU TSKECTU B PABHBIX JOAAX BBISBASIAHU
S. aureus(+) u P. Aeruginosa ().

B xone uccaenoBaHug Oblaa ITpoBeZieHA OLIEHKA YyBCTBUTEABHOCTH BBIIEA€HHBIX
ITAMMOB K aHTHOMOTHKAM. MOHUTOPUHT YyBCTBHTEABHOCTH IIPUOPUTETHBIX I1aTO-
T€HOB, BBIICA€HHBIX M3 HHXKHHUX ABIXaTE€ABHBIX IIyTeH y meTeld ¢ MYKOBUCIIHIO30M.
PesyabpTaThl IpeacTasreHbl B Tabaulie 1.

Ta6AI/IL[a 1— MOHI/ITOpI/IHI‘ YYBCTBHUTEABHOCTHU IIPHOPUTETHBIX IIATOTCHOB

% YyBCTBHUTEABHBIX IIITAMMOB
AHTHOHMOTUK -
S. aureus P. aeruginosa
OKcaluAANH 60 —
A3UTPOMUIINH 40 —
KanmBopaMuImmu 60 —
AMHUKaH 100 50
AMHe30AU 100 —
I[NemuIMAAMH 60 —
Hedernum — S0
Hedrasugum — S0
AMOKCHUKAAB — 0
Bovleoout

XpoHnueckad HHMEKIHT HUXKHUX [ObIXaTEAbHBIX IIyTeH SBASETCH KAIOUEBBIM
IPU3HAKOM y 00ABHBIX MyKoBHUcIHo30M. OHA gBAFETCH BeAyIIUM (PaKTOPOM, OIIpe-
[EATIONINM TAKECTb KAWHHYECKOI0O TeUYeHHUs U IIPOTHO3 3aboaeBaHus. [Ipu n3ydeHnu
MHUKPO(AOPBI HUKHUX ABIXaTEABHBIX ITIyTeH aetTed, 60ABHBIX MyKOBHCIIHI030M, B XO-
e ICCA€IOBAHUs OBIAO YCTAHOBAEHO:!

1. KagyecTBEHHOE 1 KOAMYECTBEHHOE COOTHOIIIEHHE IPaMOTPHULATEABHOM MHKPO-
daopel y gereti ¢ MB orangaeTcs oT HOpMaAbHOH MHUKPO(AOPEI 3J0POBOTO YEAOBEKA.

2. S. Aureus u P. aeruginosa oCTaroTCs BEAYIIIMMH MUKPOOPraHU3MaMH I1aTOAOTH-
4eCKOM MH(PEKIHM HIDKHUX ObIXaTEABHBIX IIyTeH y MalleHTOB C MyKOBHUCIIUI030M.

3. [Ipu cpenmHel CTENEeHU TAKECTH 3a00A€BAHUS BBIIBASANCH B PABHOM COOTHO-
mieHuu Kak ['p*, Tak U I'p- MUKPOOPraHuU3Mbl, IIPU TAXKEAOM CTEIIEHU THXKECTH IIpe-
obaazmaau I'p- MUKPOOPraHU3MEI.

4. B manHom uccaemoBaHuu S. Aureus obasamaer 100 % 4YyBCTBHTEABHOCTBIO K
aMUKAallUHy U ANHE30AUIY.

5. B muHaMuKke oTMedaeTcs pocT YCTOHYUBOCTU P. aeruginosa K aHTHCHUHETHOM-
HBIM IIperaparam, 4To TpeldyeT MHAWBUAYAaABHOTO II0/IX01a K A€YEeHHIO 3ab00AeBaHUS.
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