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COBPEMEHHbBIE OCOBEHHOCTU KJUHUKU,
JAUATHOCTUKU U JIJEYEHUS

YO «benopycckui 2ocyoapcmeenmviti MEOUUUHCKUU YHUBEPCUMEM >

B cmamwe npueodsimcst dannvie no wacmome mykosucuudosa ¢ Pecnybiuxe Beaapyco 6 cpashe-
HUU ¢ OpYyeuMu cmpanamu; Koauvecmsy demeu, nepexuewux 18-remnui 603pacm, u npoooaxu-
MeAbHOCMb UX KUSHU NPU MYKOBUCUUA03e 6 Hacmosiuee epems. /laemcs xapaxmepucmurd oco-
bennocme u meuenuss MyKosuUcyudosda y demei na cogpemennom smane. Paccmampusaemcs zemne-
MULeCKUU NPohuIbL MYKOSUCUUI03d U ONUCHIBACMCS €20 MeueHue npu Hauboiee 4dcmou Mymayuu
mpanczennozo membpaniozo pezyasmopa myxosucyudoza (TMPM), ouenusaemcs xapaxmep mu-
KpoOHO20 nelsaxa c gvidesenuem JOMUHAHMHBLLY 6030ydumenetl u ux 4y8cmeumesbHoCms Kk AHMU-
buomuxam, 6 mom uucie u Myxouonolx opm Ps.aeruginosa, ocoboe enumanue yoeneno nodxodam
K KOMNJEKCHOMY JleUeHUI0 MYKOBUCUUN03A U HOBYIM NEPCNEKMUSHBIM HANPABIEHUAM 6 NAMOozeHe-
muyeckom Jedenuu Mykosucuudosa. /laromcs npumepovl hopmMyaupoexu 0uaznosa ¢ evidesenuem
0CHO6MH020 QUAZHO3d, OCAOKHEHUL U CONYMCMBYOUUX 3A001e6aAHU.

Kawueevie caosa: myxkosucuyudos, demu, KaAuHuuecKue ocoOeHHOCMuU, MUKPOOHbIU Neti3ax,
zenemuueckull nPodhurs, UYeCMEUMeIbHOCMy K AHmMubuomuKam, ievenue, hopmyiuposxa ouae-
Ho3a.
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CYSTIC FIBROSIS IN CHILDREN.
MODERN FEATURES OF THE CLINIC,
DIAGNOSIS AND TREATMENT

In the article provides data on the frequency of cystic fibrosis in Belarus in comparison
with other countries; the number of children who have survived 18 years of age and their duration
of life with cystic fibrosis at the present time. The characteristics of the features and course of cystic
fibrosis in children at the present stage are given. The genetic profile of cystic fibrosis is considered
and its course is described in the most frequent mutation of the cystic fibrosis transmembrane
conductance requlator (CFTR), is evaluated the character of the microbial landscape with the release
of dominant pathogens and their sensitivity to antibiotics, including mucoid forms of Ps.aeruginosa,
special attention is paid to approaches to the complex treatment of cystic fibrosis and new promising
directions in the pathogenetic treatment of cystic fibrosis. In the article gives examples of the diagnosis

formulation with the main diagnosis, complications and comorbidities diseases.
Key words: cystic fibrosis, children, clinical features, microbial landscape, genetic profile,
antibiotic sensitivity, treatment, diagnosis formulation.

YKOBUCLMAO3 (MB) MAM KMCTODUOPO3 MOAXKE-
AYAOUYHOM XeAe3bl OAHO M3 HanboAee YacTbix
HaCAeACTBEHHbIX MOHOIreHHbIX 3aboaeBaHuW.

CeroaHsi MyKOBUCLIMAO3 NMPEACTaBASIET COOOM BaXx-
HYO MEAMKO-COLIManbHyto npobaemy Anst PB. B cBsau
CO 3HAUUTEAbHbIMM yCNEXaMW B AEYEHWUM 3TOFO HAaCAeA-
CTBEHHOro 3aboAeBaHUs MPOAOAXKMTEABHOCTb XWU3HM
Yy YaCTW NAUMEHTOB C MyKOBMCLMAO30M NOCTyNaTeAbHO
yBeanumnBaetca, pocturana yxe 30-4.0 AeT, uto cBupe-
TEAbCTBYET O NOSABAEHWUU HOBOW XPOHUYECKOW MaTOAO-
MU Y B3POCAbIX, TPpeOytoLLEel BHUMaHUA [3].

Mpy 3TOM € POCTOM MPOAOAXKUTEABHOCTU XMU3HWU. Na-
LMEHTOB C 3TOM paHO MHBAAMAU3MPYIOLLEN MATONOTUEN,
pacTyT U PMHAHCOBbIE 3aTpaThbl rocyaapcTBa Ha obec-
neyYeHne AOPOroCTOALLEro AEYEeHUs, AUcnaHcepusa-
LMo, peabUAUTaLMIO U AMATHOCTUKY, UTO CTABUT 3Ty Na-
TOAOTUIO B PSAA BaXXHbIX COUMAAbHbLIX U MEAMLMHCKUX
npobaem.

B Pecnybanke beaapycb MyKOBUCLMAO3 BCTPEUaET-
cs ¢ yactotor 1:8000 HOBOPOXAEHHbIX. [Tpn 3TOM Yyac-
TOT@a HOCWUTEABCTBA MYTaHTHOrO reHa OYeHb BbICOKa.
B EBpone yactota BEPOATHOCTU HOCUTEABCTBA MYTaHT-
Horo reHa coctaBAseT 1:29, B Pb ato 1:45. YUtobbl pebe-
HOK MMEA PUCK Pa3BUTUS MyKOBUCLMAO3a — 0b6a poan-
TeAst AOAKHbI ObITb HOCUTEAIMU NMATOAOTMUYECKOIO reHa.
B Pb - yactoTta Takor BeposiTHOCTM cocTaBasieT 1:2025,
ANA CpaBHeHWsA B EBponeickon yactu ato 1:841, Adpu-
Ke 1 A3nn 3TW PUCKK HU3KK (4,225 1 8,100 cooTseT-
CTBEHHO). TO eCTb MyKOBWCLMAO3 3T0 Npobaema npenmy-
LLLeCTBEHHOro 6eAOro HaceAeHWst naaHeTbl. Ha cerop-
HSILLIHWMI A€Hb YCTAaHOBAEHO yxe 6oree 2000 myTauuin
TpaHCMeMbpPaHHOro peryAstopa npPoOBOAMMOCTU MYKO-
Bucumposa (TMPM) oTBETCTBEHHOIO 3a pa3BUTUE MY-
KOBMCLMAO3a. [TpK 3TOM caMbIMK YaCTbIMKU MyTaUMAMM
NPU3HaHO 12, Ha AOAIO KOTOPbIX NpMXoAUTCS 75 % obcne-
AOBaHHbIX MYTaHTHbIX XPOMOCOM.

PaHHAS AMarHoCTUKa, CBOEBPEMEHHOE HaYano0 Ae-
yeHua 1M peabuAUTaLnm BO MHOTOM MPEAOMPEAEASIOT
TeYeHWe MyKOBUCLIMAO3a B AETCKOM BO3pacTe, UTo He-
NMOCPEACTBEHHO OTPaXaeTCcs Ha XxapaKTepe 1 pa3BUTUM
3ab0AeBaHUSA, KAYECTBE XN3HU U ee NPOAOAKUTEABHOC-
™ [1].

TaK, B pa3AMUHbIX cTpaHax M1pa BOAbHbIE C MYKO-
BUCLIMAO30M A0XMBatoT A0 40 aet (CLUA, AHrans). B Haluen
cTpaHe 18-AeTHUI pybex npeoporenn yxe 33 % 6OAb-
HbIX MYKOBWUCLIMAO30M, @ CPEAHAS MPOAOAKUTEABHOCTb
XW3HK pocTuraa 30 AeT M 3TO, yuuTbiBasA TO, YTO €eLe
25 AeT Ha3aa BCE AETU C MyKOBUCLIMAO30M HE AOXMBa-
AM A0 3-5 A€T, B OCHOBHOM YMUpasi B paHHEM AETCKOM
BO3pacrTe.

C 1996 ropa B Pecnybanke Benapycb CAOXMAACH
yeTkas cCMCTeMa OKa3aHWA MEAULIMHCKOW MOMOLLN Ae-
TAM C MyKOBUCLMAO30M. A\euebHbIN 1 AMarHOCTUUECKUIA
NPOLLECC OCYLLECTBAAIOTCS B PecnybAMKaHCKOM LieHTpe
NYAbBMOHOAOTMU U MYKOBUCLMAO3@, BO BCEX 0BAACTHbIX
duAnanax, B MEAMKO-reHeTuueckom LeHTpe PHIL, «MaTb
n AMTS», @ B3pocaoMy HaceAneHunto B PHIIL, «[TlyaAbMoHO-
AOTUK 1 TyBepkynesar, Y3 «9TKB», Y3 «MUHCKMUI KOHCYAb-
TaUMOHHO-AMArHOCTUYECKWI LLEHTPY.

3a 6onee uem 20 AeT CyLLECTBOBAHMUSA TaKOM CAYX-
6bl yAAAOCb AOCTWUYb BOABLLMX YCNEXOB B AEYEHUU U Pea-
6MAMTALMN BOABHBIX C MYKOBUCLIMAO30M, UTO ABASIETCSA
HECOMHEHHbIM AOCTUXEHUEM AETCKOW U B3POCAOM NMyAb-
MOHOAOTMYECKOMN CAYXObl.

B r. MuWHCKe 3aperucTtpMpoBaHoO M HaXOAUTCSH
noa HabawaeHvem 30 AeTeEN C MYKOBWMCLMAO3OM,
a B uenom no Pecnybavke Benapycb - 149 aetei
n 44 B3POCAbIX.

C ueAblo YCTAaHOBAEHUA KOAMUYECTBEHHbIX U Kauye-
CTBEHHbIX KPUTEPUEB OKa3aHUA MEAWLIMHCKOW MOMO-
LM AETAM C MYKOBMCLMAO3OM M OLEHKM Xxapakrepa
N TEUEHWUS MYKOBMCLIMAO3A B 3aBUCUMOCTU OT CPOKOB
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YCTaHOBAEHUA AMArHo3a HaMW NPOBEAEH PETPOCMEK-
TUBHbIN aHaAn3 211 uctopuii 60A€3HU NALMEHTOB C My-
KOBMCLMAO30M, HAXOAMBLUMXCS NOA HabAtopeHeM Pec-
ny6AMKAHCKOrO MyAbMOHOAOTMYECKOrO LIEHTPA NyAbMO-
HOAOTMW U MYKOBWMCLMAO3a 3a BCE TOAbl €ro cyule-
CTBOBaHMS.

Kak ycTaHOBAEHO, HOABLUMHCTBO AETEN ObIAM FrOCTn-
TannaupoBaHbl (77,7 %) B TAXXEAOM cOCTOsIHMM (I rpynna),
n ToAbko 1/3 (22,3 %) NOCTYNUAM B COCTOSIHUK CPeA-
Hen ctenenn Taxectu (Il rpynna). ObpallaeT Ha cebs
BHUMaHWE TO, UTO AETH, NOCTYNUBLLME B TAXKEAOM COCTOS-
HWW, TOCNUTAAU3MPOBAHbI AAS A€YEHUS 0OOCTPEHMH,
YTO OTPA3UAOCh M Ha MPOAOAKMUTEABHOCTU NpebblBaHNA
Ha cTauMoHapHom AeuveHun (14.08 + 1,4). NraHoBaA
rocrnutaAmM3aumst AN NPOGUAAKTUUECKOTO AEUEHUS Yallle
HabAlopanach y MaUMEHTOB CO CPEAHETSXEAbIM Teve-
H1em 6oae3HU. MpK 3TOM YMCAO FOCMUTAAN3ALMIA B FOA
y aeTen | rpynnbl coctaBuao 1,94 + 0,54 1 2,08 + 0,36
y Il rpynnbl. Takum obpas3om, CPOKK, PEKOMEHAOBAH-
Hble AASt KOAMUYECTBA FOCMMTAAM3aLMI BOABHBIX C MyKO-
BMCLMAO30M AASI MPOPUAAKTUUECKOTO AeyeHua (4 pasa
B rOA) HE BbIAEPXMBAIOTCS, TaK KaK OOABLUMHCTBO BOAb-
HbIX MOAyYatoT €ro Ha AOMY AMBO B CUAY MCUXOAOTUYE-
CKMX 0COBEHHOCTEN, HapacTaoLWMX C BO3PACTOM U Tsi-
XecTbto HOAE3HM, OTKa3blBatOTCS OT rocnutaAMsaumu
M MO3TOMY MOCTYNatoT AAS AEUEHUSI B MEPUOA THXKENO-
ro 060CTPEeHUN, NPU OTCYTCTBMU IPPEKTA OT AEUEHUS
B aMbyAaTOpHbIX yeAoBUsX. Mpu 3TOM B MUHCKE KOAUYE-
CTBO roCrMTanu3aLmi 6bInO ellle MEeHbLLIE, YEM B CPEAHEM
no Pb (B Bo3dpacte o1 1-6 AeT - 1,25 + 0,47, 6-12 neT -
1,4 + 0,5 pa3 B rop U cpear peter 13-18 net -
1,5 + 0,5 B rop), UTo HErAaTUBHO CKa3blBAETCSH Ha Teue-
HWWM OCHOBHOIO 3a60AEBaHUS U He NO3BOASIET CBOEBpPE-
MEHHO KOPPEKTUPOBATbL TEpanuio.

Mo pe3yAbTaTamM reHETUUYECKOrO TECTUPOBAHUS yCTa-
HOBAEHO, 4YTO camas Yactag Mmytaums TMPM-AF 508del
peructpupoBanacb y 2/3 (71,4 %) nauneHToB. B Poccumn
oHa BcTpevaetcs B 51,9 %, CeBepHou EBpone 1 Ame-
puke B 70-85 %. Mytauma CFTR del 2,3/2,1 BbisiB-
AfiAacb y 6,1 % naumeHToB M B 22,5 % TMN MyTauun
He OblA YyCTAaHOBAEH. Tak Kak ToAbko ¢ 2019 roaa B Pec-
nybanke beaapycb Bo30OHOBAEH HEOHATAAbHbI CKPU-
HWHT, NO3TOMY AWLLb Y 22,5 % pAeTer AarHo3 MyKOBMC-
LUMAO3 OblA BbICTABAEH Y AETEN C MEPBbIX AHEN XU3HW,
POAMBLUMXCA C MPU3HAKAMU MHTEHCTUHAABHOWM 0OCTPYK-
uuM, notpeboBaBLUEN OnepaTMBHONO BMeLlaTeAbCTBa.
XapaKkTtep TeueHua 3aboAeBaHNUS y ITUX AETEN OTAUYAN-
CSl TSXKEAbIM TEUYEHWEM C MNEePBbIX MECALEB XU3HW.
B uenom no rpynne aeten 1 ropa XM3HU C paHoO ycTa-
HOBAEHHbIM AMArHO30M B KAMHWYECKOW KapTUHE AO-
MWHUPOBAA CTOMKUIM cyxor kawenb (100 %), XUAKKHA,
3AOBOHHbIM, 06UAbHBIN cTYA (100 %), B 48,9 % cayvaes
OTMEYaNOCb BbIAEAEHME KaNeAb XWpa M3 aHaAbHOro
orBepcTus. OTcTaBaHUe B PUBNMUECKOM Pa3BUTUK (MPU XO-
poliemM anneTute) B BUAE 3aMEAANEHUS B MOMECAYHOM

DN MEAWMUMHCKUK XXYPHAA 2/2020

nprvbaBke Maccbl TeAa OTMEYaANOCh Y BCEX NMALMEHTOB,
POAMBLLMXCA C MEKOHMAAbHbIM UAEYCOM W OTCYTCTBO-
BaAO Y OCTaAbHOW yactu aetent (75,5 %). B 100 % cay-
yaeB OTMEYaACs COAEHbIW NOT. KalleAb OTAMYaACs Ma-
AOMPOAYKTUBHOCTBIO (100 %), MHOrAG UMEA KOKAROLLIENO-
AOOHbBIN xapakTep (6,1 %), 24,5 % nepeHecar Ha 1 roay
OCTPbIA BPOHXWUT U MHEBMOHMUIO. [pK PEHTreHoAOTrMYe-
CKOM 06CAepA0BaHMU Yy BCEX AETEM OTMEYaAUChb YMAOT-
HEHWs1 CTEHOK BPOHXOB [2].

Takum obpa3som, y AeTelr NepBOro roaa XWU3HK ¢ pa-
HO YCTAHOBAEHHbIM AMArHO30M «MYKOBMCLIMAO3» Xapak-
TEPHbIM SIBASIETCA OTCYTCTBME 3HAUUTEABHOFO OTCTa-
BaHWS B OU3MYECKOM PasBUTUM (3@ MWCKAKOUYEHWMEM
6OAbHbIX Y KOTOPbIX MYKOBUCLMAO3 AEOHOTUPOBAA C UHTE-
CTUHAAbHOM OBCTPYKLUMEN), PECTIMPATOPHBLIN CUHAPOM,
XWPHBIN XapaKkTep CTyAa, XOPOLWIMI anneTuT U «COAe-
Hbl» NOT.

Mpn ycTaHOBAEHUU AM@rHo3a «MyKOBUCLMAO3» MOC-
A€ MEPBOro ropa XM3HU xapaKTepPHbIMKU NPU3HaAKaMK
ABASIAUCH YXKE YEeTKOe OTCTaBaHWs B GUINYECKOM pas-
BUTUW, HApacTaroLLMI pecnnpaTopHbIi CUHAPOM U CTe-
aTtopes.

MpPUUMHON YCTaHOBAEHUSI AMArHO3a B AOLLKOAbHOM
BO3pacTe, Kak NpaBWUAO, ABASIETCS AMBO «Msirkas» My-
Tauus, AM60 olinMbKa Bpava-neapuaTpa npu yctaHoBAE-
HUW AMArHO3a, YTO MPUBOAMT K 3aMo3AaAOMy Hauany
AeYeHuA. Tak AMArHo3 «MyKOBMCLIMAO3» OblA BbICTaB-
AeH Y 14,3 % peTel B AOLLKOABHOM Bo3pacTe (2-5 AeT),
KOrAa Mpu3Haku 3aboneBaHWsA ObIAM yXe BblpaXeHbl
(MTHeBMOOUOPO3, AUPPY3HbIE M3MEHEHUS B TMeEYEHM,
HEeAOCTaTOUYHOCTb MOAXKEAYAOUHOM XEAE3bI) U OCHOBHbI-
MW KAMHUYECKMMU CUMNTOMaMM, KOTOPblE OTMEUEHbI
y 3TOW rpynnbl AeTen Obian: kawenb (100 %), noBTop-
Hble MHEBMOHWKU, UMEBLLKE 3aTsXXHOE TeueHue (8,2 %),
TUMWYHBIV XapaKTep CTyAa — 0OUAbHbIN XXUAKWIA, 3NOBOH-
HbIM (100 %), AeduumT Macchl Tena (4,1 %). Y 8,2 % pe-
Te K MOMEHTY YCTAaHOBAEHWS AMArHo3a BbIABASIAACb
yXe KapTUHa XPOHUUYECKOro BPOHXOAEroYHoro 3abone-
BaHUS B BWMAE XPOHMYeckoro HpoHxuTa. lMaHkpeaTu-
yeckasi HEAOCTATOYHOCTb, renaTonaTnmn PerucTpUpoBa-
amcby 4,1 %.

Y 6,1 % peTel AMarHos3 «<MyKoBUCLIMAO3» ObIA BEp-
Bble YCTAHOBAEH B LLKOAbHOM Bo3pacTe (0T 5 A0 9 AeT).
370 6bINO CBA3AHO AMOO C HEBbIPAXEHHbIMU KAUHMYE-
CKUMW NPOSABAEHUSAMM OCHOBHOro 3aboneBaHUsA, AMOO
C NO3AHEN ero AMarHOCTUKOM. Kak npaBuUAO, y 3TUX Na-
LMEHTOB B 3TOM BO3pacTe HabAtopanacb pasBepHyTas
KapTUHa XapakKTepPHOro 6POHXOAErOYHOro 3a60AeEBaHMS
(pacnpocTpaHeHHbIn NHEBMOGUOPO3, MHOXECTBEHHbIE
LUMAMHAPUYECKME MeLLoTyaTble 6poHX03KTasbl (10,2 %)).
Y 6,1 % 6bIAv BbipaxeHbl NPOSIBAEHUSI NaHKpeaTuie-
CKOW HEAOCTaTOUYHOCTM, MOPaXeHUA MeYeHW B BUAE
renatonatun. KAMHUYECKME CUMMTOMbI, XapaKTepPHbIe
AASI AQHHOW Tpynnbl AETEN, BKAKOUAIOT KalleAb C FHOW-
HOM MOKPOTOM, 0BUAME MEAKO- U CpeAHeny3bipyaThixX
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XPUMOB B AETKUX, MOBTOPHbIE MHEBMOHMWK, YacTble BPOH-
XWUTbl ( > 2 pas3a B rop), MIBMEHEHHbIN XapakTep CTyAa
(HEUTPAABHbBIV XUP +++/++).

B noapoCTKOBOM BO3pacTe AMArHo3 «MyKOBWCLIM-
A03» BbIA ycTaHOBAEH Y 1 peberka B 14 AeT. K MOMEH-
Ty MO3AHErO BbICTABAEHUSI AMArHo3a y pebeHka Obin
AVArHOCTMPOBAH PACMpPOCTPAHEHHbIN NHEBMOGUOPO3,
MHOXECTBEHHbIE 6POHX03KTa3bl, NaHKpeaTMyeckas He-
AOCTATOYHOCTb M UMPPO3 neyeHu. [pu reHeTMyeckom
nccaepoBaHuKM HBbina ycTaHoBAEHaA MyTaums AF508 del.

Taknm 06pa3om, reHeTUYECKMIA NOAUMOPDUIM MO-
XET MPUBOAUTb K 3HAUUTEAbHBIM GEHOTUMMUYECKUM NPO-
ABAEHUSIM 3aO0NEBAHUS OT AETKMX, CTEPTbIX, CYyOKANHU-
YECKMX AO TSXXEAbIX, BbICTPO NPOrpeccupyroLLmMX Gopm,
6bICTPOTA PaA3BUTUSA KOTOPbIX OMPEAEASIETCA CPOKaMU
YCTAHOBAEHUSI AMarHosa. Tak, Mo3AHO MOCTABAEHHbIN
AVNArHoO3 MpUBOAMT K ObICTPOMY PasBUTUIO HeobpaTu-
MbIX TAXKEAbIX UBMEHEHUIN B AETKUX U MOABAEHUIO TAXE-
AbIX OCAOXHEHWNA.

Obpaluaet Ha cebst BHUMaHWE TO, UTO BO BCEX CAY-
yasnx, 3@ UCKAIOUYEHUEM AETEN C MEKOHUAAbHbIM MAEY-
com (22,5 %) AMarHo3 MyKOBUCLIMAO3 ObIA BbICTABAEH
no3AHO (B 77,5 %), 4TO NPUBEAO K MO3AHO HayaToM Te-
panuu 1 OTPa3UAOCb CBOE OTPaXeHMe Ha XapakTepe
U TeuyeHnn 3aboreBaHus.

M3 OCAOXHEHWI U NPOSIBAEHUI OCHOBHOIO 3abone-
BaHWA y AETEN C HaUMDOAbLLIEN YaCTOTOM BCTPEUYAAUCH:
AMPPY3HbIE UBMEHEHMSA NeveHU (89,8 %), XPOHUUYECKUH
CUHYCUT (61,2), Ha3aAbHbIM NOAAMHO3 (48,9 %), XPOHMU-
yeckui renatut (42,86 %), unppos neveHun (16,3 %),
F9PBE (16,33 %), Npu3HaKM MOPTaAbHOW TUAEPTEH3UN
(8,2 %), xpoHnueckoe nerouHoe cepaue (4,1 %), nerou-
Has runepteH3us (10,2 %), BbiNaAeHME NPSMON KMLL-
K1 (22,5 %), caxapHbiii anabet (4,1 %).

ITUONOTMYECKU 3HAUUMMBIM TpU  MYKOBUCLMAO3E
ABASIETCS HOCUTEAbCTBO TaKUX MaToreHOB kak Psaeru-
ginosa, Bcepacia, Staureus, Stmaltophilia, Hinfluenzae.
ATM MMKPOOPraHM3Mbl-NPU XPOHUUYECKOM HOCUTEAb-
CTBE OMNPEAEAAtOT ObICTPOTY Pa3BUTUS NATOAOTMUYECKO-
ro npouecca, ero pacrnpocTpaHeHWe, YTO CKa3blBaET-
CSl Ha NPOrpeccUpPoBaHUN MpoLIecca B AErOYHON TKa-
HU [4].

M3BECTHO, YTO XpPOHMYECKAA CUMHErHOMHAA MHOEK-
LMSt MTPUBOAMT K PacrnpoCTpaHEHHOMY M TAyBOKOMY Mo-
PaXXeHWU Aero4yHOM TKaHW, a ¢ NpUcoeaMHeHnem Bee-
pacia MPOAOAXMUTEABHOCTb XM3HW BOOOLLE COKpalllaeT-
Csl AO 6 AeT.

CnekTp 6akTepranbHbIX NATOreHOB Y HaLMX BOAbHbIX
OCTaeTcsa CTabMAbHBIM Ha NPOTSXEHUM MHOTMX AET. B Mo-
KpOTe NaLMEHTOB C MyKOBUCLMAO30M MO-MPEXHEMY Be-
AYLLLYIO MO3MUMIO MO YacToTe BCTPEYaeMOoCTh 3aHMMaeT
Psaeruginosa u Staureus 1 nx coueTaHue ¢ Apyrmmu na-
TOreHamu, POAb KOTOPbIX BO3pacTaeT B MOCAEAHUE TOAbI
(Bcepacia, Klebsiella pneumoniae, Enterobacter spp.
“Ap.)

B nomomrp npakTukyiomemy Bpauy |

Mo HawWuM AaHHbIM Yy 63,3 % AeTel U3 MOKPOTbI
6bIAK BblAEAEHBI 2 BO36yanTeAs, Y 24,5 % - 3,y 6,1 % -
4 B0o3byanTenn (6,1 %) ny 6,1 % - 5 MUKPOOPraHu3-
MoB. INpu aToM y 35,5 % naumMeHToB 6bIAU BbIAEAEHbI MY-
KOUAHblEe dopMbl Psaeruginosa. OCTpoe HOCUTEABCTBO
6aKTepuanbHbiXx naToreHoB Staureus v Psaeruginosa
BbiIiBA€HO y 36,7 % u 38,8 % COOTBETCTBEHHO,
ny 32,7 % petert BbISBAEHO XPOHUUYECKOE HOCUTEABCTBO
Staureus u 34,7 % - cMHErHOMHOM nanouku. Bcepacia
BblAeAsiAach B 8,2 % aeTel, npuyemM B 2 % - 910 HbINO
couyeTaHue ¢ Psaeruginosa u 2 % ¢ Staureus, 410 APOSB-
ASINOCb B 4aCTbIX 060CTPEHUSAX, MPOrPECCUPOBAHUN OPOH-
XOAEro4YHOro npouecca v HbICTPOMY PA3BUTUIO. OCAOX-
HeHun. Ecan B Hauane Thicavyenetns (2000-2005 rr.)
NMyAbMOHOAOTM OTMEYaAn TOABKO 3MM30AMUYECKOE MO-
ABAEHME B MUKPOOHOM nensaxe Stenotrophomonas
maltophilia, peancteHTHoro ko Bcem Ab, To cpean Ha-
LUMX MaUMEHTOB 3TOT BO3BGYAMTEAb YXe BbIAEASACSH
y 4,1 % nauueHToB, npuuem y 1 pebeHka yxe B nep-
Bble 3-4 mecAua XMU3HW.

MoMUMO OCHOBHbIX BO3OYAUTENEN BCTPEUAAUCH U Ta-
Kre Kak Achromobacter xylosoxidans (34,7 %) n Ralstonia
pickettii (4,1 %).

IDPDEKTUBHOCTb AeYEHUA BOAbHBIX MYKOBWUCLIMAO-
30M BO MHOFOM OMNpPeAensieTcsi YyBCTBUTEAbHOCTLIO
MUKPOBHON GAOPbI K aHTMOWOTMKaM. YCTaHOBAEHO,
yto Bce WTamMmbl (100 %) Psaeruginosa 6biAM uyB-
CTBUTEABHbIMW K MOAMMUKCUHY B, 87,2 % - K aMuKa-
umnHy, 80,9 % - K TobpaMmuumHy 1 89,4 % - K LMNpo-
bAOKCALUHY.

MyKouAHbIE GOPMbl CUHEFHOMHOM MaAOYKKU ObIAK
yalle pes3ncTeHTHbl K TobpamuumHy 36,4 % 1 uMnpo-
dnokcaumnny 27,3 %, npotmus 13,9 % n 2,8 % cooTBeT-
CTBEHHO Y HEMYKOMAHbIX LUTAMMOB.

B oTHoweHnn Staureus HanMbBOAbLLIYO aKTUBHOCTb
NPOSIBUAM BAHKOMWLMH, A€BOPAOKCALIMH U TOBPAMMULIMH.
BbICOKYtO pe3MCTEHTHOCTb Saureus y 60AbHbIX C MYKO-
BMCLMAO30M NPOSABASIET B OTHOLLEHWM aMOKCULMAANH/
KAaBynaHaTta (75,6 %). Ocoboe BHMUMaHWe 3acAyXMBaeT
YCTaHOBAEHWE PESUCTEHTHOCTU WTamMMoB Achromobacter
xylosoxidans k amukaumnHy (88,2 %), AeBOGAOKCALUHY
(58,8 %) 1 TobpamuumHy (70,6 %). CoxpaHaeTcsa BbiCO-
Kaa 4yBCTBUTEAbHOCTb 3TUX LUTAMMOB K MOAMMMWKCH-
Hy B (100 %) v nunepaunaamHy (100 %). A wrammsl
Bcepacia xapaktepuaytotcs 100 % yCTOMUMBOCTBIO K Lie-
denuHy n uedtasnammy, Ho coxpaHsaan 100 % vyBcTBU-
TEAbHOCTb K A€BOGAOKCAUMHY, MEepOonuHeMy, nunepa-
LUMAAUHY, TOUMETONPUMY U MOAUMMKCHUHY B.

Taknm 06pa3omM, NOAyYEHHbIE AQHHbIE NMO3BOAAT OMNTH-
MW3MPOBaTb aHTUBaKTEPUAAbHOE AeUYEHME MYKOBUCLIM-
AO3a U MOAYYUTb aAEKBATHbIM TepaneBTUYECKUI OTBET
Ha NMPOBOAMMYIO Tepanuito 060CTPEHUI 3aboreBaHMS.
K aHTMOBMOTMKAM C HaMbBOAbLLEN YaCTOTOM, NMPUMEHS-
€MbIM B Tepanun MykoBMUCLMAO3a, OTHOCATCA NMOAUMMUK-
CWH B, ToBpaMuLMH, N1nepaunAArH, LMNPOGAOKCALMH,
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AEBOPAOKCAUMH, aMUKaLMH, BaHKOMULIMH, UMUMUHEM,
MEPOMUHEM.

YuuTbiBasi, 4To y 6OAbHbIX MYKOBWUCLIMAO30M B MMU-
KPOBHOM MNen3axe MOKPOTbI onpeaensetcs 2-3 1 bonee
COYETaHWI NaToreHoB, B AeYeHUU NpUMeHSAeTCA 00bly-
HO KOM6uWHauus AB. Tak, y HalKUX NauneHToB B 75,5 %
NPUMEHANOCH Ha3HaueHne 2 Ab, B 16,3 % - Tpex U AvLlb
8,2 % - ncnonbdoBanca 1 Ab npenapar LWMPOKOro Crek-
Tpa AeNCTBUSA.

06ocTpeHre BOCNAAMTEABHOIO NPoLEecca B Aerkux
y BOAbHbIX MyKOBUCLIMAO30M, YUUTbIBAs NOAMOPraHHOCTb
nopaxeHus, NpepycMaTpUBaET KOMMAEKCHbINA MOAXOA
K AEYEHUI0, BKAIOUAKOLWMIN: AneTy, boratyto beakamu,
6e3 orpaHuWyeHUss XMPOB, C AOMOAHUTEAbHbIM BBEAE-
HMEM coAu 1-5 T; apekBaTHYHO aHTUOaKTEPUAAbHYHO
Tepanuio ¢ y4eToM BblAeAiEMON GAOPBI, GOPMbI HOCK-
TEAbCTBA U UyBCTBUTEABHOCTW K aHTUOUOTUKAM; MYKO-
AUTUYECKYIO TEpanuio; GepMeEHTHYO Tepanuio (KPeoH
10-20 TbIC.); MHFAAALUMOHHYIO Tepanuio, BUTAMUHOTE-
panuto (A, D, E, K), kuHeanotepanuto, ANOK, Ha3Haue-
HWE renaTonpoTEKTOPOB (YPCOAE30KCUXOAEBAS KMCAOTA)
N HedPOMNPOTEKTOPOB, @ TaKXKE KOPPEKLMIO CONYTCTBY-
rowen natonorum [5].

NeueHne 60AbHbIX MYKOBWCLIMAO30M MPOBOAMTCS
NOCTOSAHHO B TEYEHWE BCEW XM3HU. B AOMALLHMX YCAO-
BUAX Takne AeTU TPebyoT MOCTOAHHOMO yxoaa, becne-
peboNHOro cHabXeHua HeobXOAMMBbIMU MeAUKaAMEH-
TamMu AAS aHTMOaKTepUanbHOM 3aMeCTUTEAbHOM, CUM-
NTOMaTUUYECKOW M MPOTEKTOPHOM Tepanuu, a Tak Xe
MEAULIMHCKOM annapaTypon AAS AOMALUHEro MOAb30-
BaHusA. VX poanTEAM AOAXHBI BbITb 0ByUYEHbI METOAAM
dusroTepanum U KOHTPOAS 3a 9PPEKTUBHOCTHIO peabu-
AWUTaALMN.

Mprmepbl KAMHUYECKOrO AMarHo3a, BbiCTaBAAEMO-
ro 60AbHbIM C MYKOBUCLIMAO30OM:

Mpumep 1. OcHoBHOM AmarHo3: Knetoprobpos F508 del
NMOAXEAYAOUHOW Xene3bl, CMellaHHas dopma (MyKo-
Brcumnpo3 E.84.0), reHotun AF 508 del. XpoHuueckui
6poHxuT, AH,. XpoHuueckas MaHkpeaTuyeckasa Hepo-
CTaTOUYHOCTb.

OCAOXHEHMS: 0TCTaBaHWe B GU3MUECKOM Pa3BUTHN.

Mpumep 2. OcHOBHO AnarHo3: MyKOBUCLMAO3 CMe-
waHHas ¢opma (reHotun F 508 del/F 508 del), xpoHu-
yecKUn ANGOY3HBIN BPOHXKUT. PacnpocTpaHeHHbIe LiW-
AMHAPUYECKIE BPOHX03KTa3bl B 060Mx Aerkmnx. ObocTpe-
H1Ee BPOHXO-AErOUYHOIO NpoLecca No BPOHXUTUUECKOMY
tmny, AH,. XpoHnueckas naHkpeaTMyeckas HepoCTaTou-
HOCTb, TAXeAan CTeneHb TAXECTU. BUAMapHbIM LMPPO3
neyenu, llicr.

OcAoXHeHus: AyoaeHoracTpanbHbIn pedAatoke. Ha-
PYLUEHWNS TOAEPAHTHOCTU K TAHOKO3€. XPOHUUYECKMI NaH-
CWHYCUT, Ha3aAbHbl MOAMNO3.

Mpumep 3. OCHOBHOM AMArHo3: MyKOBUCLMAOS3, CMe-
waHHasa dopma (reHotmn F508del/ F508del). Bropuu-
HbIM XPOHWYECKUI 0OCTPYKTUBHbIN OPOHXWUT, PEMUCCUSA.

DN MEAWMUMHCKUK XXYPHAA 2/2020

AHAOKPMHHAA HEAOCTATOYHOCTb MOAXEAYAOUHOMN Xene-
3bl (koA N0 MK b-10-E84).

OCAOXHEHMSI: XPOHUUECKMIA 3aM0p, BbiNaaeHWe nps-
MOI KULLKK, CaxapHblii Anaber.

ConytcTBytoLumne 3aboreBaHMS:

Mpumep 4. OCHOBHOM AMarHo3: MyKOBUCLMAO3, CMe-
waHHasa dopma (reHotun F508del/ F508del). Bropuu-
HbI XPOHMUYECKUI BPOHXMT, 060CTPEHUE TAXKEAOM CTE-
neHn. MHOXeCTBEHHble BPOHX03KTa3bl (MeLloTYaThle
B I-Ill n VIl cermeHTax caeBa). XpoHMUYEeCKask CUHETHOM-
Hast UHOEKLMA. DHAOKPUHHAS HEAOCTATOYHOCTb MOAXE=
AYAOUYHOM XeAe3bl. BUnAnapHbI uuppos nevenu Il cre-
nenu (koa no MK b-10-E84).

OCAOXHEHUA: BTOPUYHAS AErOYHAA rMNepTeH3us
(cpepHee AA - 35 MM pPT. CT.) XPOHMUYECKOE AErOYHOE
cepaue. \eroyHo-cepaeUHaa HEAOCTaTOYHOCTL |l cTtene-
HW. MNopTaAbHasa rMnepTeH3usa. KpoBoteueHne n3 pac-
LLIMPEHHbIX BEH NULLIEBOAA.

ConyteTByroLLME 3a60AEBAHMS: LEANAKKS.

Taknm 06pa3omM, HECMOTPSA Ha cepbe3Hble AOCTU-
XEHUA B A€UYEHUU AETEN C MYKOBWUCLMAO3OM, YBEAW-
yeHne NPOAONKMTEABHOCTM M KauyecTBa MX XU3HM, 3TO
3aboneBaHUE MO-MPEXHEMY UMEET THXEAOe TeyeHue
1 B BOABLUMHCTBE CAyYaeB HeEBAAronpUSATHbINM NPOrHO3
B GyayLuem.

CeropHa yxe paspabaTbiBatoTCsi HOBble METOAI
reHHOW Tepanuu, HanpaBAEHHbIE Ha 3aMeLLieHNe AeDEKT-
HOrO reHa B KAETKax AblxaTeAbHbix nyTein. Hanbonee
NEPCNEeKTMBHbIM OCTAETCS NEePeCaAKa AETKUX, AETKUX —
cepaua.

Takum 06pa3om, COBPEMEHHbIE METOAbI AEYEHUS
CEroAHs1 KOHLEHTPUPYIOTCA Ha NpoLecce 3aMeANEHMS
NporpeccupoBaHna 3abOAEBAHNS, YAYULLIEHUA KAMHUKO-
dU3NYECKMX NOKa3aTeNen U HanpaBAEHbl Ha yBeAuYe-
HUE MPOAONKUTEABHOCTU M KauyecTBa XM3HU MauMeH-
TOB C MYKOBWCLIMAO3OM.
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