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BBEJIEHUE

AKTyﬂJ’IbHOCTL TEMbI HCCJICA0BAaHUA

Ontumuzanuss Tepanuu op¢daHHbIX 3a00JIeBaHMM 1O MpaBy CUYUTAeTCs
aKTyaJIbHOM 3ajjayeil OTe4ecTBEHHOro 3iApaBooxpaHeHus. MykoBucuuao3d (MB)
ABIIAETCS ~ HauOoJee  pachHpoCTpPaHEHHBIM  TMOJHOPTaHHBIM  HACIEJCTBEHHBIM
3a0oneBaHueM € OONBIION (PEHOTHUIMMYECKONM W TEHOTUIUYECKOW T'eTepOreHHOCTHIO,
MOpa)XkaloluM JIeTed W B3pPOCIBIX BO BCeM MHpe. bojie3Hb BO3HHUKAET B pe3yJibTaTe
MyTanMii  (reHeTH4Yeckux  BapuaHToB) B reHe MBTP  (MykoBuCHIHIO3HBIN
TPAaHCMEMOpAHHBIN PEryJsaTop MPOBOJUMOCTH), KOJAUPYIOIUN O€JIOK, KOTOpBIN
pErylHupyeT TPAHCIOPT MOHOB HA MOBEPXHOCTH SIUTEIUS MPOTOKOB KeJe3 BHEIIHEH
CEeKpEeLMH, YTO MPUBOJUT K IMOPAXKEHHUIO Psila CUCTEM OpPraHoB (OpraHbl JbIXaHUS,
[OJUKEITYJOYHAs  JKeJe3a, KHUIIEYHUK, JKEJIUYHbIE IPOTOKH, IIOTOBBIE JKEJIE3BI,
penponyktuBHasg cucrtema). IIporpenneHTHBI XapakTtep TedeHus MB, paHHAA
MHBINU3ALUS M HEPEIKO HEONIaronpusTHbIA HMCXOA JENAloT €ro BaXXHOW U
aKTyaJbHOH MEIHMKO- COIMAIbHOM mpobieMoit [6]. Ycnexu B M3YYEHUH TCHETHYCCKUX
ocobeHHocTe MB, opranm3anusi 4eTKo pa3pab0TaHHON CHCTEMBI ITOMOIIU OOJBHBIM,
HauWHas C paHHEH JMArHOCTUKM, IPEEMCTBEHHOTO HAOJIOJCHUs, JICUCHHUS,
o0ecriedyeHusl MalMEeHTOB CaMbIMM COBPEMEHHBIMU JIEKAPCTBEHHBIMU CPEACTBAMU U
METOJaMHU Teparnuy MO3BOJSIOT CUUTATh JAHHYIO CUCTEMY OOpPa3IlOBON MOJENbIO Jis
opraHu3anuy JiedeHusi opdaHHbIX 3a0oneBanuii [124]. Tlo wmepe HakomICHHS
MEXIYHAapOJHOIO U POCCHICKOTO ONbITA JMATHOCTHKH, HAOJIOACHUS U JIEUYECHHMS
MYKOBUCLH/1032, OTMEUEHO CYLIECTBEHHOE YBEJIMYEHUE NPOJOJDKUTEIBHOCTH KU3HU
MALMEHTOB C JAHHOW OO0JIE3HBIO, KOTOPOE W3 NPEMMYLIECTBEHHO MEIUATPUYECKOrO
3a00eBaHUsl yBEPEHHO MIarHyjgo Bo B3pochayio ceTh. [130, 133]. TlocrosHHOE
B3aMMOJIEUCTBHE HHAOICHHBIX, SK30N€HHBIX (PAKTOPOB M MEHSIOIIUXCS YCIOBHM
BHEIIHEH Cpepl, CO3JAI0T CJOXKHYIO OHOJOTMYECKYID CHCTEMY, COBEPLIEHHO

MCHAKINYIO KapTHHY 0O0JE3HM OT JICTKUX KIMHUYECKUX HpOHBHCHI/Iﬁ J0 TsKEI0Iro
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XPOHUYECKOT0 MH(PEKIIMOHHOIO IMpoliecca B OpraHax JIbIXaHWs, KOTOPbIA B HACTOSIIEE
BpeEMs U ONpeaesieT NPOAOIKUTENIBHOCTh U Ka4€CTBO )KU3HU OOJIbHBIX.

TpyaHO mepeoneHUTh 3HayeHue OaKTepHAbHBIX OCIO0XHEHHH bIXaTeIbHOU
CHUCTEMBI y B3pOCIIBIX NALIMEHTOB, cTpanatomux MB. Tsoxects Teuenus MB 3aBucur ot
pa3BuTUa  WHQPEKIMOHHBIX  OCJIOKHEHUM,  BBI3BAHHBIX  YCIIOBHO-TIATOTEHHBIMU
Mukpoopranuzmamu: Pseudomonas aeruginosa, Haemophilus influenzae, Burkholderia
cepacia complex, Achromobacter spp [111]. CormacHo peructpy OOJBHBIX
MyKkoBuCHMA030M B Poccuiickoit @enepanuu 3a 2021 rom ydactora XpOHUYECKOTO
MHQUUMPOBAHUS JbIXaTEeNbHBIX MyTel pa3nuyHoil (uopoit cocraBuia S.aureus —
61,3%, P. Aeruginosa (xponuueckoe uHpunuposanue) — 41,0%, Burkholderia cepacia
complex — 5,2%, Achromobacter spp. — 6,2% [34]. B nureparype npeumyiiecTBEHHO
NpOaHAIU3UPOBaHbl  OCOOEHHOCTH  MHUKPOOMOJIOTMYECKOro Teil3axka y  JeTeil.
MukpoOHOIOTHYECKU CTAaTyC B3pOCIbIX ManueHToB MB B PO u3yden HeocTtaToyHoO.

Wudunmposanue 6onbHbIx MB Gaktepusimu Achromobacter spp. mpencrabisiet
0cO0yI0 OIACHOCTh, TaK KakK JaHHBIH MHUKPOOPTaHU3M oOO0JafaeT MPUPOTHOM
AHTUOMOTUKOYCTOMYMUBOCTRIO W OBICTPO  MpPUOOpETaeT  PE3UCTEHTHOCTh K
AHTUMHUKPOOHBIM TIperapaTaM. ITO 3aTPYAHSIET €ro dPaAUKAIMIO B MPOLIECCe JCUCHUs,
CIOCOOCTBYET JJIMTEIbHOW TEPCUCTCHIIMKM BO3OYIUTENsSA, TPUBOJASL K OBICTPOMY
nepexony OCTpol MH(MEKIMM HIDKHUX JBIXaTENbHBIX MyTEH B XPOHUUYECKYIO (popmy
[119].

B Poccuiickoii ®enepanuu B MOCIEIHUE TOAbI, MHOCIE co3naHus Perucrtpa
O6onpHBIX MB, cTanm u3ydaThCsi peruoHalibHbIE OCOOEHHOCTH MHUKPO(MIOPH HUKHUX
JBIXaTENbHBIX MyTel pu MyKoBucuuao3e (MB) u ee Biustaue Ha penorurn [58, 59, 70].
He B monHO Mepe OCBEIIEH BOMPOC TEMIIOB XPOHHYECKOTO WH(OUIUPOBAHUSA
natoreHamu Tpynmnsl  Achromobacter spp. w auHaMUKH €ro pe3WCTCHTHOCTH B
PETMOHANIBHBIX IPyNIIax ManueHTos ¢ MB.

Taxxke Bce Oousblllee BHUMAaHHE YAENAETCS OCOOEHHOCTSM WHAMBHUIYaJIbHOIO
F€HETUYECKOr0 cTaTyca MalUeHTa M ero BiusHUA Ha (eHotun OoibHOTO. [laHHBIN
BOIIPOC HENOCTATOYHO M3y4yeH B peruone r. Cankrt-lletepOypra u JleHuHrpajackoii

obnactu (JIO).
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B3pocinbie manuenTsl, ctpagatone MB npenctaBisioT 0coOblii KOHTUHIEHT B
Ipynne TsDKENbIX HAacJIeACTBEHHBIX 3a00J€BaHUM, OHM JOJDKHBI OBITh B 30HE
MPUCTAIBHOIO BHUMAHUA C YYETOM MX MHAMBUAYAIBHBIX OCOOEHHOCTEH, MOBBILIEHUEM
TpeOOBaHUN K oNTUMHU3aLMH, 3(PPEKTUBHOCTH M O€30MACHOCTH TEpaluu, B NEPBYIO
ouepenb aHTUOaKTepuanbHOU. CIOXKMBILASCS NECATUICTUSIMU TEHACHILMS dCKajaluu
aHTUOAKTEpUAIbHOM Tepanmuu IpH JIEYEHUWU MalnueHtoB ¢ MB u uHuimpoBanuem
HOBBIX TATOI€HHBIX OakTepuil C BBHIOOPOYHOM NPUPOAHONW YCTOWUYMBOCTHIO HE
NoKa3bIBaeT CBOE A(PeKTUBHOCTH M TpeOyeT U3y4YeHUS M W3MEHEHUS aJIfTOPUTMOB
JICYEHHS.

Takum o0pa3om, U3yueHUE ITUOJIOTMYECKUX U MATOT€HETUYECKUX OCOOEHHOCTEHN
dopMupoBaHusi HHPEKIIMOHHOTO MPOLIECCa B JIETKUX Y B3POCIBIX OOJBHBIX C YYETOM
XapakTepa TeHEeTHYEeCKOro JedeKkTa M ONTHUMH3alUsi TEeparnud Yy B3pPOCION KOTOPTHI

IMaIMCHTOB C MB ACIA0T aKTYaJIbHBIM IIPOBCACHHUC JdHHOI'O NCCICAOBAHUA.

Crenenb pa3padoTAHHOCTH TEMBbI HCCJIEI0BAHUSA

PecrimpaTopHbie maToreHbl HUXKHUX JBIXaTENbHBIX MYyTEH y manueHtoB MB ¢
BO3pAacTOM IMPETEPIEBAIOT M3MEHEHHUs, B TMEPBBIE TOAbl JKM3HU 4Yallle BCTPEYACTCS
30JIOTUCTBINA CTa(UIOKOKK, JJaJiee OCHOBHBIM BO30YIHUTEJIEM CTAHOBUTCS CHHETHOWHAs
najgoyka, TO B MOCIEAHEe NECATUIIETHE OOJBIIOE KIMHUYECKOE 3HAUYeHUE MPUOOpETaoT
HeepMeHTUPYIOIIME TpaMOTpHUIIaTeIbHBIE MUKpooopranu3mbel: Burkholderia cepacia
complex, 6akrepun pomxa Achromobacter u apyrue [61, 61, 62, 63]. A.B. Opnos u JLA.
JKenennHa ycTaHOBWIM CBSI3b MEXIYy HOPMAJIBHBIM YpOBHEM BUTaMmMuHa /| B KpoBU U
CHUYKEHUEM YaCTOThI BHICEBA IPaMOTPUIATENBHON MUKPODIOPHl HUKHUX JIbIXaTeIbHBIX
nyted y nereil. M3yueHue AMHAMUKU PECHUPATOPHOTO MHUKPOOHMOMA Yy B3POCIBIX
MalKUEeHTOB M3y4Y€Ha HEAOCTAaTOYHO M MPEACTaBISIET OCOOBbII MHTEPEC COBPEMEHHOTO
31paBOOXPAHEHHUS.

CyniecTBeHHBIM BKJIaJl B M3YYCHHE TEHOTUNMHYECKUX U (PEHOTHUIUYECKUX
ocoOeHHOCTel aeTell U B3pocibix nanueHtoB ¢ MB Cesepo-3anmaanoro peruona P®

BHecnn yuensle T.E. T'emOunkas u E.B. boiilioBa, kotopble BHEpBbIE BBISIBUIN



npeobmaganue romo u rerepo3uror nmo myranuu F508del B renorune GombHBIX [9].
N3yuyenne mexaHM3Ma OpOHXHAJIBHOM OOCTPYKIMU Y OOJBHBIX MYKOBHUCLHIO30M B
Cankr-IlerepOypre nnunuuponana aBrop JI.A. Kenenuna Bo BTopoii nomoBuHe 1990-x
romos [11,12].

BaxxHO mNpOOOIKUTH M3yUYE€HHWE TEHOTHUIMYECKUX U MHUKPOOMOIOTHYECKHUX
0COOCHHOCTEHN B BO3POCIIIEH rpyIine B3pOCIbIX MarueHToB ¢ MB B peruone.

Co crapra manpemun kopoHaBupycHo wuHpexkuuun COVID-19, npobreme
Te4eHHs] UHPEKINH y ManueHToB MB npuBsiedeHo 1oKHOe BHUMAHUE U MPEACTABIISIET
UHTEepeC H3yuyeHHe OCOOCHHOCTH TEYEeHHMs, McXoJa U (EHOTUIA B3pOCIIOro MaiueHTa
MB B CeBepo-3anagHom peruone PO.

Kak nomuepkuBaror C.A. Kpacosckuit u E.JI. Amenuna c coaBropamu, MB
UMEET CBOM DIHJIEMHOJOTHYECKHE U TEHETHMYECKHEe OCOOCHHOCTH, YTO HE0OXOIMMO
YUUTBHIBATh MPHU CO3IaHUH TMATHOCTUYECKHX U JieueOHbIX nporpamm [30].

['umoTe3a 0 TOM, YTO PErvMOHAIbHBIE OCOOEHHOCTH MUKPOOHOJIOTMYECKOTO U
TeHETUYECKOro cTaryca B3pociblX mnauneHToB Cankt-lIlerepOypra noyKHBI OBITH
YyUTEHBl NpPU BBIOOpPE ONTHUMAIbHOM AHTHOAKTEpUANBbHOM TEpaluM JIETJIa B OCHOBY

JTAaHHOM PaOOoTHI.
eab uccaenoBanus
Pazpaborarhs onTrManbHbIC aIrOPUTMBlI aHTHOAKTEPHUATBLHON TEparuu B3POCIBIX
OOJIbHBIX C MYKOBHCIHJIO30M Ha OCHOBAaHMHM OCOOCHHOCTEH TEHOTHIIMYECKOTO,
(EHOTUITMYECKOTO CTaTyca W MOHUTOPUPOBAHUS MHUKPOOHOTEHI.
3anaum uccjaeI0BaHUA
1. OueHUTHh SNUAEMHUOJOTUYECKYIO CUTYAIIMI0O M TPOBECTH CPABHUTEIHHBIN

aHaJu3 WM3MEHEHHN MHKpOOHOMa pEeCHUpPaTOPHOTO TPAKTa Yy B3POCIHBIX OOJBHBIX C

MykoBuciu030M Cankt-IleTepOypra u Jlenunrpaackoit odnactu.
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2. OnpenenuTh pacnpoOCTPAaHEHHOCTh TUIIOB MYTAllMil T€éHa TpaHCMEMOPaHHOIO
peryisTopa MYKOBHUCLHI03a Yy TMAUMEHTOB C XPOHUYECKUM HWHQUIHUPOBAHUEM
He(EePMEHTUPYIOIUMHU TPAMOTPHUIIATETbHBIMA MUKPOOPTaHU3MaMH.

3. TlpoBectn MOHMTOPHHI pe3ucTeHTHOCTH P.aeruginosa u Achromobacter spp.
Y UX BIUSAHMS HA UCXOJ1 3a00JI€BaHUS.

4. OueHuTb BAMSHUE HOBOM KopoHaBupycHOW wuHpekuun COVID-19 Ha
TEYEHHE M MCXOJ Yy NAIMEHTOB C MYKOBUCIHUAO30M M ONpeaeauTh 3(P(HEKTUBHOCTH
CUMIITOMATHYECKOW Tepanmuu y OOJIbHBIX C MYKOBHUCLMIO30M IpPH KOPOHABUPYCHOMU
un¢exuun COVID-109.

5. OnTUMHU3HPOBATH CXEMbI MPOTUBOMHKPOOHOIO JIEYEHUSI B3POCIBIX OOJIBHBIX
MYKOBUCIIUJI0O30M C YYE€TOM TIE€HOTHIHMYECKUX, (EHOTUINUYECKUX OCOOEHHOCTEM,
ATUOJIOTUH BOCHAIMTENIBHOTO MPOIlecca B JIETKUX U MOHUTOPUHTA aHTUOAKTEpUATIBLHOM
YCTOMYMBOCTH KJIMHUYECKHA 3HAYUMBIX HE(YEPMEHTUPYIOIIUX TIPaMOTPHUIIATEIHHBIX

MHUKPOOPraHu3MoOB.

Haquaﬂ HOBHM3HA UCCJICI0BAHUA

1. BrmepBble NOpOBEACHO KOMIUIEKCHOE  ANUIAEMUOJOTHYECKOE  HU3YUYEHHE
CTPYKTYPBl B3pOCIBIX OONBHBIX C MykoBucuugozom B Cankr-Ilerepbypre wu
JlenuHrpaackoi 06acTu 3a JIUTEIIBHBIA MIEPHO]T HAOIOICHHMS.

2. Bmepsbie ompejeneH cocTaB MHUKpOOMOMa pecrnupaTOpHOTO TPaKTa U €ro
PE3UCTEHTHOCTh Yy  MalueHToB ¢  MykoBuciugo3oM  Cankt-IlerepOypra wu
JleruHTrpaacKoi 061acTH 3a JIMTEIBHBIA IIEPHO]T HAOIOICHHMS.

3. BmepBbie omnpeneneHO TEUYEHHWE U KCXOJ KOPOHABUPYCHOW WH(EKINU
COVID-19 y B3pocnbix manueHToB ¢ MykoBuciugo3om Cankr-lIletepOypra wu
Jlenunrpaackoit o0nacTu.

4. Bmepsbie orieHeHa 3((HEKTHBHOCTh CUMIITOMATHYECKON TEpanuu Y B3POCIBIX
MalKMeHTOB MYKOBHUCIM030M mpu KopoHaBupycHoil umHpexuuu COVID-19 B CaHkt-

[lerepOypre u Jlenunrpaackoi odyacTu.



5. Bmepsbie pa3zpaboTaHbl ONTUMAJbHBIC AITOPUTMBI AHTUOAKTEPUAIBHOU U
MaTOr€HETUYECKOW Tepamuu B3POCHIBIX OOJBHBIX MYyKOBUCHHAO30M B CaHKT-
[lerepOypre u JleHuHrpajcko o006JacTM C y4e€TOM MHUKPOOUOIOTHUECKOTO U

IFCHOTHUIINMYCCKOIro CTraTryca.

TeopeaneCKaﬂ U IMMPaKTHYECCKadA 3HAYUMOCTDb UCCJICTOBaAHUSA

JlokazaHa 1enecoo0pa3HOCTh pa3/iesieHrs B3pOCIBbIX MAlMEHTOB Ha TPYMIbI 1O
TSKECTH MYTalMH JIJIs1 BbIIENIEHUs IpyNIbl pucka no unduuuposannio HOT'OB.

[IpennoxkeHo  mpUMeHEHHE  aHTHOAKTepUaNbHOM  Tepamuu  KaKk  YacTu
KOMIUIEKCHOTO JIEYEHUS B3pOCIBIX MAaMeHTOB M B, a He IpHOPUTETHOTO BU/1A JICUCHUS.

Pa3zpaboTan onTUMaNbHBIA aIrOPUTM TEPANTUU XPOHUUYECKOU MH(MEKIIMN HUKHUX
JBIXaTeNBHBIX ~MyTeH YyBCTBUTENBHbIMH ITaMMamu  Achromobacter xyl. wu
P. aeruginosa.

[IpennoxeH aaroput™M Tepanuu XpOHUYECKOW MH(PEKIMN HUKHUX JbIXaTeJIbHBIX

nyTel maHpe3ncTeHTHhIM mTaMmom Achromobacter xyl.

MeToaosi0rusi M METOABLI HCCJIEA0OBAHUS

Jns  peanuzanuu  MOCTaBIEHHBIX 3a7ady ObUIM  UCIHOJIB30BAaHBI  METObI
CPaBHUTEIBHOIO KOTOPTHOI'O UCCIEA0BAHUS C IPOCTIEKTUBHBIM KOMIIOHEHTOM.

Pe3ynbTaThl IpOBEIEHHOTO UCCIEAOBaHUS 0a3UPYIOTCS HA JAHHBIX KOMIIEKCHOTO
oOcnenoBanusi 60 B3pOCHBIX OOJMBHBIX C TOATBEPKICHHBIM auarnozom MB.
UccnenoBanne BeimmonaHeHo Ha ©6aze CIIb T'BY3 «l'opoackas MHOrompoduibHas
oompHHIa Ne 2» B mepuwon ¢ 2016 mo 2021 rr. HaGmrogeHue W JedeHHE B IICHTPE
mykoBuciuao3a CIIb I'MIIB2 npeacrtaBnseT co0oil cucTeMy 3aMKHYTOrO ILIMKJA, TJe
aMOyJaTOpHbIE TAIUEHTHl PEryaspHO OOCIeayroTCs (ITOCEB MOKPOTHI MPHU KaXKIOM
IJJAHOBOM BH3UTE, HO He vame 1 p B 3 Mecsua, uccnenoanue OB/l cormacho
KIMHUYecKuM pekoMmeHaamusM MB B P® [21]). Tlpu Hanmuuum mokazaHUi MalMEHTHI

npoxogdaTr  CTaouOHApHOC JICHCHHMEC B CIICOHUAJIBHO O60py,Z[OBaHHBIX majaTtax
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MyJIbMOHOJIOTHYECKOTO OTHAeNIeHus: OonbHUllbl. llociie 3aBepiiieHus CTalMOHapHOTO
JTana, MalKeHThl TPOJI0KAIOT HAOII0IeHHEe aMOyIaTOpHO ¢ (PUKCcalUue BCeX JaHHBIX
aHaMHe3a U UCcClieIoBaHui B aMOynatopHoi kapre. Bece manuenTsl nognucanu Gopmy
MH(MOPMHUPOBAHHOTO COTJACUsl TMPU KaXKIOM CTAllMOHAPHOM JICUEHUM U €KETOJHOE
nH()OPMHUPOBAHHOE corjlacue Ha aMOyIaTOPHOE KOHCYJIbTUPOBAHUE U 00CIICIOBaHUE.

V¥ Bcex 60 o6cienoBaHHBIX OBLT TUAarHOCTUPOBAH MYKOBHUCIIMI03 HA OCHOBAaHUU
kiaccudukanuonusix kputepues ECFS 2014 (European Cystic Fibrosis Society —
EBpomneiickoe o06miecTBO MykoBHUCIUI03a) [83], W ganee OOHOBIIGHHBIC CTAHAAPTHI
nuarnoctuku ECFS 2018 [76].

B uccnenoBanue BkiroueHO 60 B3pOCIBIX MAIMEHTOB OT 18 10 65 net, u3 HUX
27 (45%) xenmmH U 33 (55%) myxuwH. [Ipu orOope B HCCieIOBaHUE KPUTCPUSIMHU
UCKJIIOYEHHUsI OBbUIM TAlMEHThI, HAONMIOJaloluecs B ILIEHTpPE MEHee 2 JIEeT, MepHoJl
HAOMIOJIEHNUsST apryMEHTHUPOBAaH MHHUMAJIbHBIMU CpOKaMu 12 MecsIeB YCTaHOBKH
XPOHUYECKOTO MHPUIIMPOBAHUS, U HEOOXOJUMOCTHIO MOCIEAYIONIEr0 TOa JIJIsl OLEHKU
JIOCTOBEPHOM TUHAMHUKU MUKPOQIOPHI U 3)PEKTUBHOCTH JICUCHUS.

B pamkax wuccrienoBaHusi aHAIM3UPOBAIUCH CIy4al XPOHUYECKOW WH(MEKINU
HUKHUX JbIXaTEJIbHbIX IMYyTE€, NpH KOTOPOM TMALUMEHThl IOJy4Yald KYypChl
aHTUOAKTEpUAIbHON TEpanmuu COTJIACHO TEKYIIUM KIMHHUYECKUM PEKOMEHIAIUSIM TI0
neyenutro MB P® Ha texkymmui roa wuccieaoBanus. Ciaydyan HHTEPMUTTUPYIOLIEH
MHQEKINY HEe BKJIIOYAINCh B HCCJENIOBAHHME BBHJY HMHOW SpaJHKAMOHHON CXEMBbI
JICYECHHS COTJIACHO KIMHHUYECKUM pEKOMeHJauusM 1o jedeHnro MB PO Ha Tekymui
roJl UCCIIEIOBAHMSI.

Ocoboe BHHMMaHHWE  YACISIIOCH  JOCTOBEPHOCTH  MHKPOOMOJIOTHYECKOTO
obOcremoBanms: cOOp W TPaHCIOPTHPOBKA 00pasloB OmoMaTepuana IPOBOJMIACH
cormacHO MeETOMUYECKUM  yKa3aHWsIM TI0 MHUKPOOHMOJOTHYECKON JTUAarHOCTHKE
WHOEKIUI TpIXaTeNbHBIX MMyTeH y MalMeHTOB ¢ MyKoBHCIHI030M 2019 ., BISIBICHUE
TPaMOTPHIIATENIBHBIX ~ OakTepwii, WACHTH(PUKANUS KOTOPHIX MOXET BBI3BIBATH
tpyanoctr: Achromobacter spp., Burkholderia spp. [55, 56, 85], Obuin
UICHTU(PUIUPOBAHBI METOJIaMH MOJEKYJISIPHON HICHTHU(PUKAUU (BpEeMSIposieTHas

macc-criekrpomerpusi MALDI-TOF MS) [94].
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AnTuOakTepuanbHas Tepanus Ha3Hayalach B COOTBETCTBUM C TEKYUIUMHU
peKOMeHJausAMU Mo JiedeHut0o MB u pe3ynbraTaM 4yBCTBUTEIBHOCTH BBIJACICHHBIX
MUKpoopranuzMoB. [Ipu BblgeNeHHMHM B MOKpPOT€ OJHOMOMEHTHO JBYX U OoJee
MUKpPOOPraHU3MOB, BbIOOpD aHTHOAKTEpHUANBLHOTO IpernapaTta OCYILIECTBISUICS B
3aBUCUMOCTH OT CBOMCTB 0o0jiee PE3UCTEHTHOrO BO3OYAMUTENA, a TaKXKe C YYEeTOM
MPUPOAHON PE3UCTEHTHOCTH BBIIEJIEHHBIX MaTOT€HOB.

C 2020 r. mo 2022 r. CIIb I'bY3 I'MIIB2, kxak ropoackoil MHOTONPO(HUIbHbBIN
CTallMOHAp, HEOJHOKPATHO NepenpouiIupoBalCis s OKa3aHUs MEIULHUHCKOU
NOMOIIM MalMeHTaM ¢ HOBOM kopoHaBupycHO# nHpekueit COVID-19. Bee nanueHTs
MB, BK/IIOYEHHBIE B HACTOSIIEE MCCIEJOBAHUE, KOTOPHIM TPeOOBAJIOCh CTAIIMOHAPHOE
nedenue COVID-19, npoxonunu Kypc Tepanuu B MyJIbMOHOJOTHYECKOM OTIEICHUU
CIIb I'bY3 I'MIIB2 B nepuo/sl nepenpouinpoBaHusi.

Huarno3 HoBo#l kopoHaBupycHoil uHpexuueir COVID-19 ycranaBnuBasics Ha
ocroBanuu 1P Tecta Ha sars-COV2 wiu BeISIBICHUS JUAarHOCTHYECKOro ypoBHa 1gG k
SARS CoV2 ugepe3 2-3 Heenu OT cTapTa CUMITOMOB. TS’KeCTh TEUECHUS ONpeeisiiach
cornmaciHo BMP. Tepamuss HaszHauanace coryiacHo TtekymuM BMP. I[IpoBoaunock
JTUCTAaHIIMOHHOE aHKeTHpOBaHUE MO TeneoHy Bcex 60 MalMeHTOB, BKIIOUEHHBIX B
UCCJICIOBAaHNE COTJIaCHO ONPOCHHKY 10 HOBOM KopoHaBupycHou uHbpekinu COVID-19
i mauueatoB MB ECFS.

B pamkax wuccrnenoBaHus mMalMeHTaM MPOBOJUIICS CTAHIAPTHBIA KOMILIEKC
oOcnenoBaHus, BKJIFOYABIIUM nabopaTopHbIe, MUKPOOHOJIOTUYECKHE,
MHCTPYMEHTAJIBHBIE METO/IbI IMaTHOCTHUKH.

[lomryyeHHblE B paMKax HCCIEIOBAaHUSA CBEACHHMS O KIMHUYECKOM TEYEHHUH,
NaHHble  J1a0OPATOPHBIX, MHKPOOMOJOTHUYECKHX, HHCTPYMEHTAIBHBIX  METOJOB
UCCIIeIOBaHMs ObUIM 3aHECeHBbl B 0a3y NaHHBIX M MpoaHanu3upoBaHbl. [IpumeHnenue
COBPEMEHHBIX METOJIOB 00CHe0BaHNs U WH(OPMATUBHBIX METOAMK CTaTUCTHUYECKOTO

aHaIM3a M03BOIIIN C(HOPMYTUPOBATH OOOCHOBAHHBIC BHIBOIBI.
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HOJIO)KCHI/ISI, BBIHOCHUMbBIE€ HA 3alIUTY

1. OcoOeHHOCTSIMM TE€HETHYECKOro  CTaTyca  B3pPOCIBIX  MAIlMEHTOB C
MykoBucuuao3omM Cankt-lIletepOypre m JleHunrpaiackoi o6ysactu siBiaseTcs OONbIIOE
KOJMYECTBO U Pa3HOOOpa3ve MITKUX MyTaluil, 4To COCOOCTBYET POCTY KOJIMYECTBa
B3POCIIBIX MAIIUEHTOB B PETHOHE.

2. T'enotun omnpenenser (EHOTUNIUYECKHE OCOOCHHOCTH  (XpOHUYECKOE
uHpuiposanue Achromobacter xyl.), mukpoOwonoruyeckuii cratyc, HECMOTPS Ha
JICYECHUE U BBIKUBAEMOCT.

3. DOckananusi aHTUOAKTEpUAIBHOW Tepanmuu HE JOJKHA OBITh MPUOPUTETHHIM
JICYEHUEM Yy B3POCJIBIX TMAIMEHTOB C MYKOBHUCIIMIO030M, a JIOJDKHA TMPOBOIUTHCS B
paMKax KOMIUICGKCHOTO JiedeHHs. He BBISBICHO pa3iauuMii B CpPOKax pa3BUTHUS
PE3UCTCHOCTH YYBCTBHTEIbHBIX ImTamMmoB Achromobacter xyl. mpum mnpumenenun
MeporieHeMa 3rp/cyTku W uedrasuaumMa 6 Tp/cyTku/ + amMuKaluHa 1Tp/CyTKH.
He BbIsiBIEHO pa3nuuuii B BBDKUBAEMOCTH B3POCHBIX MALMEHTOB ¢ MYKOBHUCIIUI030M
HPU Tepaniy Pe3UCTCHTHBIX mmTaMMoB Achromobacter xyl. mepomnenemom 3rp/cyTku n
6 rp/CyTKHU.

4. Bspocnple mamueHTel C  MykoBucummo3om  Cankr-IletrepOypra wu
JleHuHrpagcKkoil 007acTH, BEpPOSITHO, HE SIBISIIOTCS VYSI3BUMBIM KOHTUHTE€HTOM TIO
TSOKECTH TedeHus u JjeTtanbHoro wucxoma npu COVID-19 u nepeHecin HOBYIO
kopoHaBupycHy0 uHpeknuo B 2020-2021 r. jerde, yeM MOXHO OBUIO OXHIATh OT
MAIMEHTOB C TSHKEIBIM XPOHHUYECKUM WH(EKIIMOHHBIM 3a00J1€BaHUEM JIETKHX.

5. B monoBuHe aMOynaTOpHBIX ciaydaeB KopoHaBupycHor uHbpekmuun COVID-
19 y B3pocibIX MalUMEHTOB € MYKOBUCUUI030M CHMITOMATHYECKOE JICUCHUE

s dexTuBHO O€3 HA3HAYCHUSI AHTUOAKTEPUATBHON TEPATTHH.

AmnpoGanus padoThl U BHeJIPEHUE Pe3YJIbTATOB HCCJIEIOBAHUS B MPAKTUKY

PesynbTaThl ucclienoBaHus BHeIpeHbl B pabory LleHTpa uWHTEHCUBHOMU

nyipMOHOJIOrun U TopakanbHou xupypruu CIIb I'bY3 I'MIIB Ne 2.
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Pe3ynpTaThl HMCClEOBaHUS JIOJOXKEHbI Ha MNPOPUIbHBIX KOH(EepeHUusx

PErHOHAIBHOrO U (peAepabHOTO YPOBHS:

— Bcepocculicknii  TepaneBTUYECKUHM KOHIPECC C MEXAYHApPOIHBIM  Y4acTUEM
«botkunckue urenus» (Cankrt-Iletepoypr, 2020 r.);

— Toponckas  Hayuno-Ilpaktuueckas ~ KoH(epeHIUs Cankr-IleTepOypreckuii
PecniupaTopnsliii nens (Cankt-Ilerepoypr, 2020 r.);

— XVI MexnyHapoIHblii HayuHbI KoHrpecc «ParmonanbHas (apMakoTepamnus»
(Cankr-IlerepoOypr, 2021 1.);

— Bcepocculiickas OHIIaWH LIKOJIA 110 MYKOBHUCLUI03Y C MEXIYHApOIHBIM Y4aCTHUEM

«MyKOBUCIIHIO3: U3 JIETCTBA BO B3pOCyIO *KU3HB» (Mocksa, 2021 1.).

CreneHb 10CTOBEPHOCTH

OOG0CHOBAaHHOCTh U JOCTOBEPHOCTh PE3YJIbTATOB MOJATBEPXKIA€TCA TPUMEHEHHEM
COBPEMEHHBIX METOJIOB cOopa M 00pabOTKM HCXOAHOW WHGOpMAIMH, a HAyYHBIE
MOJIO)KEHUsSI PpaboOThl, BBIBOJABI M MPAKTHUYECKHE PEKOMEHJAIMu OOOCHOBAaHBI H

MOATBEPKIAIOTCS IOCTATOYHBIM KOJIMYECTBOM HAOJIIOICHHM.

JIMYHBIN BKJIAJ aBTOpPA

Bce nsTambl amccepTaniioHHOW pabOTHI BBIMIOJHEHBI MPH HEMOCPEICTBEHHOM
ydacTUd aBTOpa. ABTOPOM CaMOCTOSITEIBHO BBITIOJHEH AaHATUTUYECKUNA 0030p
OTEUYECTBEHHOU U 3apy0e)KHOU JUTEpaTyphl MO TEME JUCCEPTALUU, pa3padoTaH Ju3aliH
MCCJIeIOBaHUS, TIPOBEJCH OTOOP MAIMEHTOB, COOP KIMHUYECKUX JTAHHBIX, BHITIOTHEHBI
KIIMHUYECKUE OCMOTpPBI, KOHCYIbTUpOBaHHE. (CaMOCTOATENbHO TPOBEACH aHaIu3
Marepualna, HHTepIpeTanusl MOJy4YeHHBIX pe3yJIbTaTOB, WX H3JI0KEHHE, a TaKKe
dbopMynHpoBKa BBIBOJIOB M TPAKTHYECKUX pekoMmeHmamwmii. Jlomst aBTOopa B cOope
undopmanu — 100%, B ctatuctuueckoir oopadorke — 80%, B 00001I€HNN U aHAU3Ee

Marepuana — 100%. B paborax, BBIIOJHEHHBIX B COABTOPCTBE, aBTOPY MPUHAIICIKUT
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SHAYUTCJ/IbHAsA POJIb B IIOCTAHOBKE 3ajay, ITPOBCIACHHU I/ICCJ'IC,Z[OBaHI/II\/'I, aHaJInu3C¢ Hu

HHTCpHIpETALMN PC3YJIBTATOB.

IIyoankanun

I[lo wMarepuasiam  guccepranuu  omyOnukoBaHo 4  cTaTbM; BCe B
pPELICH3UPYEMBIX HAy4HBIX JKypHalaxX, ONpPEACICHHbIX BrpICIel arTecTalMoOHHON

KoMuccuen mpu MUHHCTEpCTBE HayKH U Bbiciiero oopazoBanus PO.

O0béM U CTPpYKTYypa AuccepTalum

HucceprannonHas paboTa COCTOUT U3 BBEACHUS, 0030pa JUTEPATypPbl, ONMUCAHUS
MaTepuajoB W METOJOB HCCJICJOBAHUS, TJIaBbl COOCTBEHHBIX HCCIICJIOBaHUH,
OoOCYXXJIeHHS, BBIBOJIOB, MPAKTUYECKUX PEKOMEHJALMN, YKa3aTelsl JUTepaTyphl.
Nznoxena na 118 crpanunax, WIIIOCTpHpoBaHa 22 pUCyHKaMH U 16 Tabiumamu.
Crucok nuteparypbl BkiItodaeT 135 ucTOYHMKOB, M3 HHUX 70 OTEUECTBEHHBIX W

65 3apyOeKHBIX.
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I'naBa 1

OB30P JIMTEPATYPbI

1.1 CoBpeMeHHOEe COCTOSIHME MPOOJIeMbl MYKOBHCIIHI032

MyxkoBuciuno3d (MB) sBnsercss KiacCUYeCKMM MEHJIEIEBCKUM ayTOCOMHO-
peliecCUBHBIM  3a0oJeBaHMeM,  Haubojee  paclnpoOCTPaHEHHBIM  CMEPTEIbHBIM
HACJICJICTBEHHOM 3a00JieBaHUEM C OOJbIIOW (EHOTUIIUYECKOM U TEeHETUYECKOU
reTEPOre€HHOCTHIO, MOPAXKAIOUIUM JETEN U B3POCIBIX BO BCeM MUpPE. boyie3Hb BOZHUKAET
B pe3yibTaTe MyTallud B TeHE, KOJIUPYIOIIEM O€JO0K MYKOBHUCIIHIO3HBIN
TpaHcMeMOpaHHbIi  perynarop mnpoBoaumoctu (MBTP), kortopeiit  perymmpyet
TPAHCIOPT HMOHOB HA TOBEPXHOCTH DJMUTENHUS, B ABIXaTCJIbHBIX MYyTSAX, MPOTOKAX
NOJKEITYJOYHOM JKeJIe3bl, KHUIIEYHHKE, >KEIYHbIX M MOTOBBIX MPOTOKax. boie3Hsb,
HECMOTpS Ha MTPOBOJUMYIO TEPAMHIO, UMEET HEOIAronpusTHBIN MPOTrHO3.

[Ipeobnanaromas  ormenka dactotel MB  cocraBmsier B cpemnem  1/2500
YKUBOPOKJIEHHBIX CpPEIM €BPOIEOUIOB, CO CpeHE pacmpocTpaHeHHOCThI0 0,737 Ha
10000 wnacenenus B 27 ctpaHax EC, uyrto anamormyno 3HaueHutro 0,797 Ha
10000 gyenoBex B Coenunennbix Illtatax Amepuku, Tojlbko B MprnaHaum moxasatenb
Boimie — 2,98 [15].

Eme coBcem HemaBHO OOJBHBIE MYKOBHCIIHIO30M YMHUPAIU B PaHHEM JETCKOM
BO3pacTe, WM JaXe Ha IEepBOM TOAY JKU3HM, OT ITHEBMOHMM W WCTOULICHUS,
o0ycioBIeHHOTO MajabaOcopOumeit. B mociennune roapl, Omaromapsi TOCTHKEHUSM B
OpraHu3allid CUCTEMBI TMOMOIMH OO0JbHEIM MB ¥ cO3MaHWM COBEPIIEHHO HOBBIX
TEXHOJIOTMH Tepanuu 00JIE3HU, CUTYallUsl 3HAUUTEIIbHO U3MEHUIIACH.

[Ipenmonaraemplii  cpeaHUN BO3PAcT BBEDKHBAHUS, KOTOPBHIA 00O3HA4YaeT
MpenoiaraeMblii BO3pacT, MOcie KOTOporo npoxxuByT 50% MiaaeH1eB, pOJUBIIUXCS B

JaHHOM Toy, nocturaet 50 jeT u 6onee B HEKOTOPHIX cTpaHax [64]. CormacHo TaHHBIM
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peructpa nauueHToB P® 3a 2019 ron mennana BenkuBaemoctu 3a 2015-2019 rr. paBHa
33,8 met [10, 22, 23, 24].

B tedyeHne mocnenHUX ABYX AECATUIICTHM JeyeHWe nainueHToB MB Bce wamie
MPOUCXOAUT B CIHEHUAIM3UPOBAHHBIX IEeHTpax MB, a nmarfossl, Kak MOpaBuUIio,
COOOIIAIOTCS B pErdOoHAJbHBICE WJIM HAIMOHAIBHBIE PETUCTPBl. JTO o0bJieryaer
ompeiesieHne pacnpocTpaHeHHOCTH MB 1i1st 607bIIMHCTBA CTpaH.

Xotss MB ocraercs cepbe3HbIM 3a00JI€BaHHEM, YCIIEXU B €0 JEYCHUH 3aMETHO
U3MEHWIM XapaKTepPUCTUKU MOMNYyJsaMU manueHToB MB. 3HauuTtenbHbIE yCHEeXH
JOCTUTHYTHI B (papmakonoruueckoM wmojaenupoBanun ¢yHkuuu Oenka MBTP —
YCIEIIHOE UCIOJb30BAHUE MpPENapaToB TPYINbl MOTEHIIMATOPOB M KOPPEKTOPOB
0003Ha4YMWJIM HOBYIO CTYIIEHb B Tepanuu 3a0oseBaHus. BakHbIM 11arom B MPOJICHUU
KU3HU TainueHToB MB cranmu nporpaMmbl TpaHCIJIAHTAIMUA JIETKUX W CcepAla ¢
MPOTPECCUBHBIM POCTOM YBEJIMYEHUS BBDKMBAEMOCTH C KaXJIbIM TOJOM. Takum
o0pa3oM [MHAMHYECKOE BHEAPEHHWE M ONTUMHU3AIMS METOJOB JICUEHUS NPHUBEIH K
MOJIOKUTEIbHBIM HW3MEHEHHSIM KAa4eCTBAa U MPOJOKUTEIBHOCTH KU3HU MALUEHTOB C
MB, yBeIMUYEHHIO JOJIM B3POCIIBIX NAIUEHTOB.

Henb3s HE OTMETUTH AOCTHXKEHUSI OTECYECTBEHHOW MEIMIIMHBI B OpraHU3aluu
rroMoIu 0oapHeIM MB.

Brenpenne HeoHaTaNbHOTO CKpUHHUHTA B PD ObL10 ocymmecTBiaeHo ¢ uioHsa 2006
roja, yepe3 10 jeT or Hayanma CKpUHHWHTA OBLI MPOBEICH aHAIU3 €ro 3(PGeKTUBHOCTH
(IHepman B.[., KonnparseBa E.N.), moka3zaHo, 4To ety 6-9 €T, ¢ yCTaHOBJICHHBIM
JAAarHO30M B  pE3yJbTaT€ HEOHATAJbHOTO CKPUHHMHIA U  IOATBEPXKAAIOLICH
INOCTCKPUHUHIOBOM JUWAarHOCTUKH, 3HAYUMO OTJIMYAIUCh II0 TAKUM OCHOBHBIM
MOKA3aTelsIM 3/I0POBbs, KaK (PYHKITUS JIETKHX, (PU3UYECKOE Pa3BUTHE, 00BEM TEpAIHH,
oT nerer ¢ MB TOM ’€ BO3pPacTHOM TPYIIbl, BBIABICHHBIM [0 KIMHUYECKUM
MPOSIBJICHUSIM J0 BHEJIPECHUSI CKPUHUHTIA.

[Ipomomxkeno  w3ydeHHE  OCIOKHEHHMM MB W KIMHHUKO-TEHETUYECKHUE
XapakTEPUCTUKU, TaKhe Kak LUppo3 medeHu coBmecTHO ¢ DI'BY «HanmonanbHbIN
MEIUIMHCKAN MCCIIEIOBATEIbCKAN LEHTP TPAHCIUIAHTOJOTMM H HMCKYCCTBEHHBIX

opranoB umenu akaaemuka B.W. lllymakoBa» (KongpateeBa E.N., Boponkosa A.I1O.,
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MomnaxoB A.P., Cununa O.B.), mexonueBoro uieyca (Konaparsesa E.U., [llepman B./I.
u J1p.), mnonumno3a Hoca coBMecTHO DI'BY HanuuoHanbHBI MEIUIIMHCKUMA
uccienoBaTeabCckuil eHTp oTtopunHoiapunrojsoruu ®MBA Poccuu ([aiixec H.A.,
[Tonsikos JI.I1., IlerpoB A.C., KonaparbeBa E.W.), amnepruueckuit OpoHXOJETOUYHBIN
acrepruiuie3 COBMECTHO ¢ Mukonornyecko kimHukon @OI'BOY BO «Cesepo-
3allaHbId TOCYJApCTBEHHBIM MEIUUUHCKUKA yHUBepcuteT uM. HW.M.Meuynukosa»
Munzapasa Poccun (Knumko H.H., bop3osa 10.B., lllepman B.Jl., byaszunckuii P.M.),
MYKOBHCITU103-aCCOIMMPOBaHHbIN caxapHbiii quadet (E.W. Konaparsesa) [4, 5,

45, 60].

C 2016 roma mocne pazpabotku Beaymumu reHetukamu OI'BHY «MI'HI» u
JIpYrux reHetuueckux 1eHTpoB Poccum anroputma JIHK nuarHoctvku, BOLIEIIETO B
HAllMOHAJIBHBIA ~ KOHCEHCYC, MW 1upokoro BHeapenus B MIHI[ meronos
CEKBEHUPOBAHHUsI MPEIMETOM HCCIEIOBAHUN OTHAENA CTAM KIMHUYECKUE MPOSBICHUS
MYKOBHUCIIM/I03a Y TAIMEHTOB C pPEJKUMH reHeThueckuMu BapuaHtamu reHa CFTR,
(GYHKIIMOHAIBHBIA aHANIM3 BapUAHTOB C HESICHBIM KIMHUYECKUM 3HayeHUEM. bbuin
u3ydenbl myTtanuu: L138ins, kommiekcublit aymtens S466X-R1070Q, p.Serd66X, E92K,
3272-16T> A, R334W, xpynnsie nepectpoiiku, B Tom uucie CFTRdelel2,13dell6,
CFTRdele19-22(17a-19), CFTRdele8(7*), CFTRdele2-8(2-7*), ne onucanusie paHee B
MEXITyHApOIHBIX 0a3ax JaHHBIX. BriepBeie omucaHbl reHeTHYeCcKUe BapuaHThl. D579Y,
c.831G> A, c.1083G> A,c.3139G> A, c.4298A> G, c.3325delA, c.451delC,
€.2619+1G>A, c.743+2T> A, ¢.252T> A, FTRdelel12,13del16, CFTRdelel9-22(17a-
19), CFTRdel4-8(4-7); del10-11(9-10) [21].

C 2018 ropma craproBaja mporpaMma mo TnoBbleHuto oxBara JIHK-
JUArHOCTUKOM MallMeHTOB pa3iuyHbIX peruoHoB. 3a 2 roga (2018-2019) Gnaronmaps
MpOrpaMMe CYIIECTBEHHO MOBBICUIICA OXBAT T€HETUYECKUM 00CJIe0BAaHUEM MAI[UEHTOB
¢ mykoBucuuao3oM: B 2011 romy oxBaT I€HETHYECKHMM HCCIIENOBAHHEM MO JAHHBIM
peructpa coctaBui 91,8% (949 uenosek) [47], a B 2019 r. yBenuumiics 10 95,6%) [23].

AKTHBHO MIPOBOAUTCS BHEJIpEHUE MHHOBAIIMOHHBIX METOJIOB

HepCOHaHHBHpOBaHHOﬁ AUArHOCTHUKH WU TCPaIllii MYKOBHCIIM1034a.
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B 2017 rony B otnene BmepBble B P® Obul ycHemHO BHEAPEH METOJ
OIpEJIENIeHHs] Pa3HOCTH KHUIIEUHBIX MOTeHIMan0B. C MOMOIIBIO TaHHOTO MeTojAa Obuia
onucaHa axktuBHOcTh CFTR kanana y manmMeHTOB € PEAKMMH MyTalUsIMH,
XapaKTEPHBIMU ISl HALLIEH CTPaHBI.

[IpoBoasATCS COBMECTHBIE MCCIIEIOBAaHUS C JabOpaTOpUEil CTBOJIOBBIX KIIETOK IO
M3YYEHUIO pEIKUX TeHeThueckux BapuaHToB reHa CFTR ¢ wucnonb3oBanuem
(OPCKOTMHOBOrO TEeCTa HA KHUIIEUHBIX OpPraHouaax, MpoBeleHHE (PYHKIIMOHAIBLHOTO
aHaJM3a ¢ OMOIIBI0 CUCTEMbl MHHHUT'CHOB IN VItro psijia FTCHETUYECKUX BAPUAHTOB T'CHA
CFTR, Baustomux Ha MaTTepH HOPMAJIbLHOTO CIUIAiCHHTA .

CoBmectHO ¢ sabopatopueit cTBOJOBBIX KieTok B MIHI] co3man kpuoGaHk
KHUILIEYHBIX OPraHOMJOB C pACHPOCTPAHEHHBIMU M YHHKAJbHBIMH T'€HETHYECKUMH
Bapuantamu CFTR. ITlomyudeHbl cTaOuiIbHBIE KYJIBTYpPbl KHIIEUHBIX OpPTraHOWIOB OT
NAlMEHTOB C TOJATBEPKICHHBIM JIHarHO30M «MYKOBHCUHUIO3», C JUArHo3ow,
TpeOyIoIKUM YTOYHEHHUS, M C IOJ03peHHeM Ha 3aboneBaHue. Kaxnomy namueHty
npoBeaeHbl uccienaoBanuss mo oneHke ¢yHkuuu CFTR u a¢dextuBHoctn CFTR-
MOJIyJIITOPOB € MCIOJIb30BaHUEM (HOPCKOIUMHOBOrO Tecta. [losydeHHble pe3ynabTaThl
MOTYT CTaThb OCHOBAHUEM JUIsI IEPCOHATU3UPOBAHHOIO HA3HAYEHUS TAPreTHOW Tepanun
[20].

[Ipomomxkeno wW3ydeHHE HYTPUTUBHOIO crTaryca mnamueHTtoB ¢ MB. B psne
PETHOHANIBHBIX LEHTPOB ampoOMpPOBaHO INpOrpaMMHOE olecnedyeHue «MOHUTOPUHT
HYTPUTUBHOI'O  CTaTyca, paldoOHa NUTaHUS U (QEpMEHTHOM Tepanmuu Mpu
MYKOBHCLIMJI03€», TO3BOJISIONIEE MPOBOAUTH OLEHKY (DU3MUECKOro pa3BUTHS,
a/IeKBaTHOCTh AMETO- U (PEPMEHTOTEPAIINH AJIsl KAXKIOTO MalUeHTa C MyKOBUCLUIO30M.
BxiroueHne B KOMIIIEKCHOE JIEUEHUE AITOPUTMA WHIAUBUAYAIU3UPOBAHHON KOPPEKILIHH
JAUETbl U 3aMECTHTEIbHOW (EPMEHTHOM Tepamuu C MCIOJIB30BAaHHUEM IMPOrPAMMHOTO
o0ecriedeHuns: 0Ka3ajo IMOJIOKUTEIbHOE BIUSHUE Ha HYTPUTHUBHBIN CTaTyC M (PYHKIIHIO
nerkux [38].

HauOonplmee BHMMaHHE YAEIEHO H3YYEHUIO MUKPOOHMOJIOTMYECKOIO cTaryca
MAlMEHTOB C MYKOBHMCIHMI030M U T0JA00p palMOHAIBHON aHTUOMOTUKOTEpAIuu.

CoBmecTHO ¢ 1abopaTtopueil MOJIEKYISIPHOMN SMUIEMHOIOTHH TOCIUTAIBHBIX HH(EKIINI
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dI'bY «HanmunonanbHbIN HUCClIe0BaTEeILCKUN LIEHTP SMUACMHUOJIOTUH u
MUKpPOOHOJOrMM MMEHU mnoyeTHoro akaaemuka H.®. 'amanen» MunsapaBa Poccuu
co3nana «lIporpamma st KOHTPOJST MUKPOOUOJIOTUUYECKOTO Mei3a)ka JbIXaTeIbHBIX
nmyTed OOJBHBIX MYKOBHUCIIMI030M M YYBCTBUTEIBHOCTH K aHTHOAKTEpUAIbHBIM
mpenapatam» JJIsi OLEHKM OaKkTepualbHOrO Tied3aka JbIXaTeIbHOTO TpakTa U
JTUHAMHYECKOTO KOHTPOJIS.

[Iponomxaercs paboTra MO M3YYEHUIO MHUKPOOMOJIOTHYECKON XapaKTEPUCTUKHU
MaTOr€HOB JIBIXaTEIBbHOTO TpakTa COBMECTHO ¢ coTpyaHukamu ®I'bY «OHUIIOM wum.
H.®. Tamanen» MunsnpaBa Poccuu (mpod. Ilarunsa W.A., Yepnyxa M.IO.,
AsetucsiH JI.P.), MHUKpPOOHUOTHI JBIXaTE€IBHOI'O TpPaKTa METOJOM CEKBEHHUPOBAHUS
(;mabopatopus ananuza reHoMoB OI'BY «ODHUILDOM um. H.®. I'amanen» Munszapasa
Poccun — 3aB. 1a6. k.6.H., gou. Boponuna O.J1.) [26]. Bnepseie B Poccuu npoBeeH
MOHUTOPHHT BHJIOBOT'O COCTaBa MUKPO(MIOPHI JbIXaTeIBHOTO TpakTa y 00JbHBIX MB u
aHTUOMOTUKOpe3ucTeHTHOCTh 32 2015-2020  roaer  (IlomukapmoBa  C.B.,
KonapateeBa E.1., BoponkoBa A.I0., UYepnyxa M.}O.). CotpyaHuku oTAena
nonnepxkanu Epomneiickoe obmectBo no mykoBucuuno3y (ECFS) mo opranuzanuu
nporpammbl Habmonenus ECFS-COVID19 ans c6opa aHOHMMHOW HHGpOpMAaIUU TO
0COOCHHOCTSIM MH(MEKIIUH NMPYU MYKOBHUCIIHI03€ M OOPaTHIIMCh KO BCEM PETHOHAIBLHBIM
[lenTpam MyKOBHUCIHAO3a C MPOCKOON MHPOPMUPOBATH O CIydasX BBISBICHUS U JaxKe
nono3penuun Ha COVID-19. Ilpu usydeHuu QapmakoreHeTUKH U (PapMaKOKUHETUKH
aHTHUOAKTEpHUATIbHBIX MPENapaToB W3ydaeTcs BIUSHUE MOIUMOpQuU3Ma reHoB 1-it u 2-i
¢a3sr OmoTpaHchopmaIuu KCEHOOMOTUKOB Ha 3(()EKTUBHOCTh aHTHOMOTUKOTEPAITUU H
PHUCK Pa3BUTUS HEXKEIATEIbHBIX MOOOYHBIX PEAKINHN Y MAIlMEHTOB ¢ MYKOBUCIIU030M.
Pe3ynbTaThl MccneqoBaHUs IMOKa3ajid, YTO WHAWBUJyaIbHBIE pa3IMuds B IMpoOIEccax
OonotpanchopManu y TAIMEHTOB ¢ MYKOBHCIH030M aCCOIMUPOBAHBI C TSAKECTHIO
TeYeHHs] MHOEKIUI JpIXaTeNbHBIX MyTel. Tak, y mManueHToB, SIBISIOMMUXCA «OBICTPHIMU
MeTaboIM3aTopamMmuy OmpenesieHa CKIOHHOCTh K TPaMOTPUIIATEIbHOW WH(EKIUU, YTO
OKa3bIBACT CYIICCTBEHHOE BIUSHHE HAa (PYHKIHUIO JIETKUX, YACTOTYy OpPOHXOJIETOYHBIX

o0ocTpeHuid, TpeOyoUUMX MPOBEACHUS BHYTPUBEHHOW aHTHOMOTHKOTepanuu [43, 46,

54].
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N3yuyeHbsl 0coOOCHHOCTH (hapMaKOKMHETHKHU MpenaparoB (HUnpodokcalnHa npu
uHEKIMY, BbI3BaHHOW P. aeruginosa, aMOKCHUIWUIMH/KIaByJaHOBas KHCIOTa — S.
aureus) [19]. Tloka3aHbl BO3pacTHbIE OCOOECHHOCTH (hapMAaKOKHHETHKH, 3aBHCHMOCTH
KOHLEHTpAIlMM JIEKapCTBEHHBIX CPEACTB B KPOBM OT TUNA MeTaboiu3aropa.
HccnenoBanne 1o (GapMakOKMHETHKE OCHOBHBIX aHTUOAKTEpUAJbHBIX CPEJCTB,
npumensieMbix npu mykosuciuaose (KongparseBa E.UN., Kongakosa 10.A., Ilanpuna
B.B.), taxxe Owbuto ormeueHo | mnpemueidt Ha 42-m EBpomneiickom KoHrpecce B
JIusepnyne (BenukoOpurtanus) B 2019 rony.

Tema XPOHHYECKOTO BOCHAJICHHUS IMPHU MYKOBHUCIIUI03€ HAXOIAUTCA B IEHTPE
IPUCTATLHOTO BHUMAHMSI, U3y4aeTCs aKTUBHOCTh AaHTUMHUKPOOHBIX MENTHIOB y JACTEH ¢
mykoBuciuao3oM. Ilponomkaercs uzyueHue IPGEKTUBHOCTH U 0€30MaCHOCTU
IPOTUBOBOCTIATIUTEILHBIX CPEJICTB TpHU Jie4eHUH OoJbHBIX MB ¢ xpoHuueckoi
cuHerHoiHOM wuHpeknuent. OpraHuzanus METUIUHCKON TOMOIIM TalMeHTaM ¢
mykoBucugo3om B 2019-2020 roay mnpoBeneHBl MNOAPOOHBIE HCCICIOBAHMS IO
CTOUMOCTH JIeUeOHO-pEeaOMINTAIIMIOHHON TMOMOIIM JETSIM € MYKOBUCHUI030M [57].
TpunuaTuiaeTHUI OMBIT COTPYAHUKOB OT/AENA TMOKa3aj, 4To Je4YeHHe B aMOyJIaTOPHBIX
YCIIOBUSIX, YCIOBUAX JHEBHOIO CTal[MOHApa UMEET siBHbIE npeumyuiectra. [Ipogokan
BHEJIPSATHCS. B MPAKTUYECKOE 3APAaBOOXPAHEHHUE IMPUHIMI AKTUBHOTO IUCIIAHCEPHOTO

HaOII0/IeHUs 3a OOJIBHBIMHM, TIOKa3aHa ero 3PEeKTUBHOCTH U 11€71eCO000pa3HOCTb.

1.2 I'eHeTMKA MYKOBHCIHM/1032. JTHOJIOTUS M IATOTreHe3 00J1e3HH

C pa3BUTHEM COBPEMEHHOW MEAMIMHBI U HU3YyUYECHHEM aKTYaJbHBIX BOMNPOCOB,
KAaCaroMIMXCA HACIEJACTBEHHBIX O0OJIe3HEH Ha CTBIKE CHCIHAIBHOCTEH, MPHUBEIO K
MOBBIIIICHUIO 3HAHWN Bpauell KIMHHUINCTOB, padoTaromux ¢ 6oasHbiME MB B Bompocax
TE€HETUKH 3TOr0 3a00JI€BaHUS.

Konergr XX Beka sBWJICS HaA4alloM MOJIEKYJISPHO-TEHETUYECKOTO TMEpHojia B

HCCIIEIOBAHUSIX HACJIEICTBEHHBIX 3a0osieBaHUU. ['eéH TpaHCMEMOpaHHBIM PpErylIsaTop
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pOBOIMMOCTH MyKoBucimo3a (MBTP) (cystic fibrosis transmembrane conductance
regulator (CFTR) Obu1 maeHTudummpoBad B 1989 r. M MOJIOKHUI HA4YaJio K HOBBIM
MOJIX0J1aM K JieueHuto 3aboseBanus MB.

I'en pacnonaraeTcsi Ha JJIMHHOM IUIe4e€ XpoOMOCOMBI 7, B obnactu 31, cocTout
13 27 DK30HOB M OTBETCTBEHHEH 3a CHHTE3 TPAHCMEMPAHHOTO PETYJISTOPHOro Oeyka
MyKkoBHCIIH03a. OCOOEHHOCTH JaHHOTO Oejlka B TOM, YTO OH paclojiaraercs Ha
MeMOpaHe OOJBIIMHCTBA SIUTEIUANBHBIX KJIETOK M SBJISETCS IO CBOCH CTPYKType
XJIOPHBIM KaHaJIOM, NMPUHUMAET y4acTHE B MEMOpPAHHOM TPAHCIOPTE MO MPOBEICHUIO
JIpYrux HMOHOB. Takas pacmpOCTPaHEHHOCTh Oejka B opraHu3sMe U oOycCIaBIMBaeT
MOJIMOPTAaHHOCTh TTOPAKCHUS MIPU JaHHOM 3a00JICeBaHUH.

Ha noBepxHoct MeMOpaHbI anmMKaaIbHBIX KJICTOK MPOUCXOJUT a0COPOIIHS HOHOB
XJiopa mociie abcopO1uu MOHOB HATPHS MO HATPUEBBIM KaHanmaMm. B pe3ynbrate OanaHc
ATUX JIByX TPAHCHOPTHBIX MMOTOKOB MPUBOJMT K TMOJJIEPKAHUIO JTOJDKHOW TOJIIWHBI
[IWIMAPHOTO KJIMPEHCA ISl 3alIUThl OT OaKTepUaIbHBIX U BUPYCHBIX areHTOB. B ciyuyae
HapyIHIeHUsT paboThI 3TOTO CIAKEHHOIO Macca)ka MOHOB YMEHBIIAETCS 00bEM KHIKOCTU
Ha MOBEPXHOCTHU ABIXATEIbHBIX MyTEH C HAPYIIEHUEM BPOKICHHOW CUCTEMBI yIAJTICHUS
OakTepuii, JOoKa3aHbl aHAJIOTHYHbIC HapymieHus TpaHcrmoprta Nat+ u Cl- u B TkaHsax
OpraHOB JKeNyAO4HO-KuIIeyHoro tpakta [120]. Myranuu rera CFTR nHapymawoT He
TOJIBKO TPAHCHOPT, HO U CEKPELMI0 NOHOB XJiopa. [Ipu 3aTpyaHEHUH UX TPOXOXKIACHUS
yepe3 KICTOYHYI0 MeMOpaHy yBEIWYMBAETCS peadCcopOuusi HATpHs JKEJIe3UCThIMU
KJIIETKaMH{, HapyllaeTrcsl SJIEKTPUUECKUH TOTEHIMal TMPOCBETa, YTO BbI3BIBAET
M3MEHEHHE JIIEKTPOJIUTHOTO COCTaBa M JETUApaTalMi0 CEKpeTa >Kejie3 BHEIIHEH
cekpeun. B pe3ynbTaTe BBIIEIAEMBI CEKPET CTAHOBUTCS YPE3MEPHO TYCTHIM U
Bs3kuM. [lpu 3TOM cCTpajmalOT Jerkue, >KelyJOYHO-KUIIEUYHBbIM TpPaKT, II€YECHbD,
MOKEITYTOUHAs Keje3a, MOUYEIoIoBasi CUCTEMA.

K macrosimemy BpemeHu HakorieHa uH(popManus o 6onee 2100 maToreHHBIX
BapuaHTOB reHa MBTP (Myrauuii o ctapoil KiaccupuKanuu), KOTOPbIE MOTYT OBITh
MaTOT€HHBbIMU, BEPOSTHO NMATOI€HHBIMHU, HEUTPAJIbHBIMU U C HESACHOM KIMHHUKOU [75].
XOTsi y HEKOTOpBhIX MalMeHTOB O0JIe3Hb NpoTekaeT B OoJiee Jierkod Qopme, y

IO 4aBIATOIICT O OOJBIIMHCTBA Ha6J'IIOI[aIOTCH TUIIMYHBIC KIMHHWYCCKUC IIPHU3HAKHU



22

XPOHUYECKOTO 3a00J1€BaHUsl JIETKUX, S3K30KPUHHON HEJOCTATOYHOCTHU IMOHKENTYI0YHOM
KEJIe3bl U TIOBBILIEHHAS! KOHUEHTPALMS XJIOPUIOB B MOTOBOM KUAKOCTH. KnnHuueckas
reTEepOreHHOCTh NpU  MyKOBUCLUJ03€ (moguepkHéM, uyto MB  TpaguuuoHHO
ompenesaeTcs Kak MOHOT€HHOe 3aboJjieBaHHE) OOYCJIOBJIIEHA HE TOJBKO allIeIbHOM
reTepOr€HHOCThI0, HO U 3P (deKTaMu APYyrux MOAU(UIHUPYIOUIUX JIOKYCOB, a TaKXKe
HETEHETHYECKUX (PaKTOPOB, HAPUMEp, PaKTOPOB BHELIHEH cpeb [74].

[lo xapakTepy HM3MEHEHUU HYKJICOTHUIHBIX MOCIEAOBATEIILHOCTEH B MOPSAKE
yObIBaHUSA TSXKECTH HW3MEHEHHH MOKHO BBIIEUTh HOHCEHC — TMPEeXIACBPEMEHHOE
oOpa3oBaHUE CTOMN-KaJl0HA; MHMCCEHC — 3aMeHa aMUHOKHUCIOTHI OAHY Ha ApYyrylo;
JeNeIMM W HWHCEPLUU, KOTOpbIe MPHUBOIAT K CABUTY PAMKH CUMTHIBAHUSA W Jajiee
HapyIICHUS caifTa CIUTaiicCMHra, MHCEPLUUHU U [N He TMPUBOJSIINE K CIBUTY PAMKHU
CUUTHIBAHUS.

HaubGonee wu3BecTHOM sBisieTcss KiaccUUKAIMs TMAaTOTCHHBIX BAPUAHTOB B
3aBUCUMOCTH OT MX (DYHKIIMOHANBHBIX MOCIEACTBUI COIIACHO KOTOPOH BCE BapUAHTHI
reHa MBTP pa3nenensl Ha 6 KJIacCOB:

Kimacc 1. HapyuieHne cuHTE3a NpPOTEMHA — CaMbIE€ 3HAYUTENIbHBIE IO TAKECTH
MyTallMM, TaK Kak CUHTe3 Oeinka a0comoTHO HapymieH. K HUM OTHOCST HOHCEHC
MyTaluu.

Kiacc 2. Hapymenue co3peBaHusl NENTHAA — MOPUBOAIT K HEKOPPEKTHOMY
CBOpAaYMBaHUIO O€JKa M TOJIHOW TIMKO3UJIMPOBAHHOCTH. MHOTHE MHUCCEHC MYTalluu
OTHOCSITCS K 3ToMY Kiaccy. CaMoii m3BecTHOU siBisieTcst myTarus F508del.

Kinace 3. Hapymienue peryiasiiid XJIOpHOTO KaHajla — OEJNOK CHHTE3UpPYeTCs U
BCTpamBaeTcs B MeMOpaHy, OJHAaKO HE pearupyeT Ha crumyisinuio nAMO®, a
CJIEI0BaTENbHO, HAPYILIEHA PETYJISILUSA U TPAHCIIOPTA HOHOB HE IPOUCXOIUT.

Knacc 4. Hapymenne mnpoBOAMMOCTH XJIOPHOTO KaHajla — BCE MYyTalHUH CO
CHI)KEHHEM MPOBOAMMOCTH KaHAJIa.

Krnacc 5. Camxenne konnyecTBa (PyHKIIMOHATLHOTO Oelka

Knacc 6. CHmxeHHasi cTaOMIIBHOCTh MOJIEKYJIBI O€JKa.

TpaauMOHHO TEpEeYUCIIEHHbIE KJIAcChl MyTalUMW JENSAT Ha rpymnmny c Oosee

Cephe3HbIMU (DYHKIMOHAJIBHBIMUA HapyLICHUSIMU, TsKenable MyTanuu — 1-3 Kiacc,
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ACCOIMMPOBAHHbBIE C KJIACCHYECKUMH TposiBieHUussMU MB u rpynmy ¢ MeHbIIMMHU
(GYHKIIMOHAIBHBIMU TOCIEACTBUSIMU, MSTKHE MyTanuu — 4-5 KjlacC BapUaHTOB TI'eHa
MBTP. B cnydyae MArkux MyTaluil COXpaHsSETCs OCTaTOYHAas (PYHKIUS XJIOPHOIO
KaHajla U MOXHO HaOJII0JaTh OTCYTCTBUE TpyOBIX MPOSBICHUN HEI0CTaTOYHOCTHU
MOKEITYTOUHOM JKeJe3bl U 00Jiee HU3KME 3HAYEHUSI KOHIICHTPAIMU XJIOPUI0B MOTa MPHU
JTIMarHOCTHKE.

K Hacrosmemy momenty B 06aze nannbix Myrtaumii reHa CFTR — CFTR1
ormeuenbl 2090 BapuanToB. Hambosee pacnpocTpaHEHHBIM MAaTOT€HHBIM BapUAHTOM
SBJISIETCSL JCNeIUsl TpeX HykjiIeoTuaoB B 10 sk30HE, mpuBOAsIIas K MOTEpe OCTaTKa
dbenunananvaa B 508 monoxxkenuu modekynbl Oenka (F508del). CormacHo naHHBIM
EBpomneiickoro Peructpa O6onbHbIXx MykoBucuumozom (ECFSPR) 3a 2016 ron
OTHOCHUTEJIbHAS JIOJISl 3TOM MYyTalluM COCTaBiisgeT okono 61,73% Bcex oOcieI0BaHHBIX
MB xpomocom [90]. Eme mnsTHaamaTh MaTOreHHBIX BapHAHTOB MOXXHO OTHECTH K
4acThIM B MUPOBOI BBIOOpPKE, 00ciea0BaHHbBIX MB anneneil, OTHOCUTENbHBIE YaCTOTHI
Kaxaou u3 Hux npeBbimarT 0,5%: G542X — 2,66%, N1303K — 2,14%, G551D -
1,40%, W1282X — 1,07%, R117H — 1,04%, 2789+5G->A — 0,97%, 3849+10C->T —
0,87%, 1717G->A — 0,87%, R553X — 0,83%, CFTRdele2,3 — 0,82%, 621+1G->T —
0,65%, 2188AA->G — 0,59%, R1162X — 0,54%, D1152H — 0,54%, R347P — 0,50%
[89]. OcranpHble MyTallMM CyMMapHO COCTaBisAOT 22,78% oT Bcex 00CiIeI0BaHHBIX
MB annenei. BOJBIIMHCTBO W3 HUX SBISIIOTCA PEAKUMH WIH JaX€ YHUKAIbHBIMH.
MonekynsipHo-TeHETHYECKMEe BapuaHThl MB, oOHapykeHHbIE y HEOOJBIION TPYIIIHI
OONMBHBIX WM JaXe B EIUHCTBEHHONW CEMbE, B HEKOTOPBIX MOMYJAIHUSIX MOTYT
JIOCTUTATh 3HAYMTEIBHBIX 4acToT. Pacmpenenenue m yactora myramuii reHa CFTR
3HAQUYUTENIbHO PA3JIMYAIOTCS B Pa3HbIX CTpaHaX M ATHUYECKUX rpynmnax. O0o00IeHuIo
JaHHBIX O uyactote MB, cnektpe wu pacnpenencauto Myrtanuidi reHa CFTR,
oOycrnoBnuBaomux MB, ObUT0 TOCBSIIIEHO OOBEAWHEHHOE 3acenaHue BcemupHOU
Opranmzanuun 3apaBooxpanenus (BO3) B 2002 roay, cBeleHHS MO €BPONEHCKUM
MalKueHTaM €XEeroJIHO 3aHocsITCA B EBpomneiickuil peructp 00JbHBIX MYKOBUCIIHI03a —
ECFPR. C 2011 ronma Poccuiickass ®denepainusi BbIIyCKaeT cOOCTBEHHBI Peructp

OOJIBHBIX MYKOBHUCIIMIIO30M, JaHHbIE M3 Kotoporo 3aHocatcs B ECFPR. Jlanubie
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0 T€HETHYECKO TeTeporeHHocTd 00iabHbIX MB uMET orpoMHOE 3HaueHUE Kak it
OpraHu3alyy MOMOILY OOJIbHBIM, TaK U JJIS POTHO3a 3a00JI€BaHUs.

Hampumep, camas uactas wmyramus MBTP F508del B perwone J[lanwm —
@apepckue octpoBa cocraBisier 100%, a B Typumm npo 20%. B crpanax
CpeanzeMHOMOpPCKOro OacceiiHa 4acToTa 3TOM MyTallMM COCTaBIISET OKOJIO MOJIOBHHBI
Bcex nanueHtoB MB. Takxke ecTh Tak Ha3blBa€Mas «BOCTOYHO-CJIABSIHCKAs MYTallUs»
CFTR dele 2,3, yacto BcTpeyaromascs (10 5%) B crpanax Bocrounoii EBporibsl, B ToM
yucie PO. McTopus pasBuTus KaX10u nonyysiquy U Bapuantsl reHa MBTP 3aBucar ot
JTUHAMUKY TIEPEMEILICHHS TTOMYJIAINN B Iepro €€ (GopMUpoBaHuUs U TOCIIE.

NMeHnHO moaTOMy reHeTHueckoe pasHoobpasue MBTP pocCUHCKHX MalMeHTOB
UMEET IIMPOKUN CHEKTp, BCJIEJACTBUE BOCHHO-HUCTOPUUYECKUX IPUYUH, OOIIMPHOCTU
TEPPUTOPUN, a TakKe OOJIBIIOTO KOJUYECTBA HAIMOHAIBHOCTEH, MPOKUBAIOIIUX B
rocynapctBe. CaMbIMM YacCTHIMHU MATOJIOTUYECKUMM BapuaHtamMmu B P® sBistorcs
F508del (53%), nanee ynomsayteiii CFTR dele 2,3 (6,09%) u E92K (3,04%) coriacHo
nociaeaneMy peructpy MB 2021 r. [34].

C moBceMeCTHBIM BHEAPEHHEM HeoHaTalibHOro ckpuHuHra B 2006-2007 roma B
P® nosiBunach BO3MOKHOCTH BBISBJICHHUS 3a00JIEBaHHUS Y HOBOPOXKIEHHOTO MalleHTa
110 CTapTa KIMHUYECKHUX MPOSIBICHUM.

HccnenoBanusi KOppensiiid TEHOTHNA W (PEHOTHUIA BBISSBUIM CBA3b TXKEIBIX
aJUICNIbHBIX BAapUAHTOB C TUIUYHON MYJIBTHOPTaHHOW (OpMONM MYKOBHCIIHI03a, B TO
BpeMsl KakK MSTKHE BapUaHThl KOPPEIUPYIOT C MOHOCHMITOMHBIMH (B OCHOBHOM
n€royHbiMi) ©  (WIM) MaHHU(PECTUPYIOIIMMH y  B3pPOCIBIX  3a00JI€BaHUSMU,
Ha3bIBAEMBIMU paccTpoiicTBaMu, cBs3aHHbIMU ¢ CFTR.

3aBUCUMOCTh TE€HOTUINA M TSIKECTH TEUYEHUsI MATOJIOTMYECKOro Ipolecca B
JEerKuX yOeIUTENbHO HE YCTAHOBJIEHA, MHOTHE aCMEKThl 3TOW MPOOJIIEMBbI OCTAIOTCS
CIIOPHBIMHU U AUCKyTaOenbHbIMU. V3yuasi BIUsSHUE BO3pacTa W TeHOTHNA Ha (YHKITUIO
nérkux y nereit ¢ MB, B PO — (800 gereii, B Bo3pacte 6-18 ner), aBTOpbl NPUXOIAT K
BBIBOJIAM, UTO MPU «TSDKENIBIX» FeHoTHnax ¢ Bo3pactoM mnokaszarern ODB1 u OKEJI
CHIDKAIOTCS, NIPU «MSTKUX» TE€HOTHNAX, U3MEHEHUS HE OJHO3HAYHbI, B YaCTHOCTHU

HaOJI0/1aJIOCh CHIKEHHE B MOJPOCTKOBOM Bo3pacte (14-15 ner), HO MOBBIIIEHUE
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B ipyroit rpynne 15-18 mer mo cpaBHeHuto ¢ HuUMHU xe B 11-14 ner) [8]. Paznuuus B
TEHOTUNE JAeTel M B3pocibix OobHBIX MB 3akoHOMepHBI. «TspKenbie» TEeHOTHUIIbI
JOCTOBEPHO Yallle BCTpPEYaroTca B rpymme aetei, 3936 ciayuyae npotus 306 B rpynime
B3POCIBIX, © HA00OPOT B TPYIIE B3POCIBIX JOCTOBEPHO OOJBIIE «MSITKUX» I'€HOTHUIIOB
— 1356 npotus 245 [44].

3a mocnenHee AecsATUIIeTHE HaOI01aeTcsa pOCT Yucia B3pOCibiX 00iabHBIX MB.
B PO cornacuo exerogHomy peructpy OosibHbix MB P® (808 marmentoB (2019)),
2020 r., cpeau KOTOPBIX 3HAUUTENbHYIO n0at0 (36%, 2019) cocTaBisiOT MsTKHE
TE€HOTHIIBI, OJJHAKO MX (DEHOTHIBI OCTAETCSl HEJOCTATOYHO M3yUYeHHBIM. MccnenoBanue
BIUSIHUSI B3aUMOJICUCTBUS TeHOTHNA M (PEHOTHUNA TMO3BOJIMT MPOTHO3ZUPOBATH THII
TeYeHHUs1 3a00JIeBaHUS M YJIYUYIIUTh Ka4yeCTBO IMOMOIIM TNanueHTOB. OueHb OOJIBIIOE
3HAYCHHUE Y B3POCJIBIX MAIMEHTOB MpuUIaércs (pakropam, KOTOpPhIE MOTYT BJIUSATH Ha
nagenue OB/, Takhe Kak HYTPUTHUBHBIM CTATyC, HEJOCTATOYHOCTH MOIXKEIYAOYHOU
KeJe3bl, W3MEHEHHUS TemaroOMWIMapHOTO TpaKTa, XpoHWYecKas HUHDeKuus u
NpUMEHSIoNIeecs aHTuOaKTepuanbHas Tepanus. He BbI3bIBaeT COMHEHM (akT, 4TO
UMEHHO TOPaKE€HUSI JIETKUX U OCJI0KHEHUSI CO CTOPOHBI OPTraHOB JBbIXaHHS SBIISIOTCS
OCHOBHOM IPUYMHON CMEPTH B3POCIBIX 00pbHBIX MB [112].

I'enetnyeckne ocobennoctu MBTP B CII6, JIO u ux BnusHue Ha (PEHOTHUI

narueHToB MB, 0cOOeHHO B MOATPYNIE B3POCIHbBIX, U3yUYEHbI HEIOCTATOYHO.

1.3 Ioammop¢u3m nopakeHnsi pa3januHbIX OPraHOB U CHCTEM

KaK O0TPpaKC€HUe reHeTH4eCcKoil IréeTepor¢cHHOCTH 00J1€e3HHU

[Iporpeccupyromue XpoHHUYECKHE 3a00JeBaHUS OPOHXOJETOYHOW CHCTEMBI
HEPEJIKO COMPOBOKIAIOTCS TMOBBIIIICHUEM JABJICHUS B MAJIOM KpyTre KpOBOOOpAIICHUS 1
mucynkiuen npasoro kenygouka (IDK), 4uto yTsbkenseTr TeueHHE OCHOBHOTO
MaToOJIOTUYECKOTO  Mpolecca U HpeJonpenesiseT HeONaronpusiTHBIM — MPOTHO3.

[Iporpeccupytromye u TsSKeNIble HAPYLICHUS CO CTOPOHBI OPOHXOJIETOYHOW CHCTEMBI
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y B3pociibIX 00sbHBIX MB Hepenko mpUBOAST K pa3BUTHUIO MPEKAMMIUIIPHOMN JIETOUHON
TUIEPTEH3HUH, YTO YXYIIaeT MPOTHO3bl TEUEHUS 3a00JIEBAHMS.

B pesynbraTe OOCTPYKLMH B JIETKUX MOSIBISIOTCS 30HBI C HEBEHTUJIUPYEMBIMU
(anmbBeoNIsIpHAst THUIOKCHS), HO mepdy3upyeMbIMU ajibBeosiaMH. B 3THX ydacTkax
IIPOUCXOAUT CMELIMBAHUE BEHO3HOU U apTEpUAIBHON KPOBH, OTTEKAIOLIEH OT JIETKUX,
BO3HMKAET TaK Ha3bIBAEMBbIM IWIYHT. B HOpMeE BelIMYMHA JIETOYHOIO IIyHTa HE
npeBbiaeT 5-6% OT BENIMYMHBI CEPIEYHOTO BbIOpOCAa W O0YyCIOBJIEHA HaJIUYHEM
OpOHXHMATBLHON JITOYHOM HMPKYJIAIUU (COCYAUCTON CHUCTEMBI, KPOBOCHAOXKaroIIeh
Oponxu). Y OonbHbIXx MB BenuunHa JIErOYHOTO IIYHTa BO3pPACTaeT MPHU yCYryOJeHUuu
OOCTPYKTUBHBIX HapYyLIEHUH, YTO MPUBOJUT K rUnokceMuu. CHIKEHUE MapliHabHOTO
HANpPsDKEHUsT KUCJIOpOJla B apTepUaIbHOM KPOBU MOXKET ObITh OOYCIIOBIEHO Kak
TUMOBEHTWIALIMEH, TaK U (OPMHUPOBAHUEM BHYTPHJIETOYHOTO IIYHTa CIpaBa HaJEBO,
KOTOpPBIA IUIOXO MOAAAETCA KHUCIOPOJOTEPANIMM [Ia)KE€ C BBICOKMM COJIEpKAHUEM
KHMCJIOPOZa BO BABIXAEMOM BO3YXE.

[IokazaHo, 4YTO XPOHMYECKOE BOCHAICHUE MPUBOAUT K DHIAOTEIUAIBHOU
TUCOYHKIMKA M TIOBBIIIEHUIO JIETOYHOTO COCYAMCTOrO COMPOTHUBJIEHUS, YTO, B CBOIO
ouepe/ib, CIIOCOOCTBYET MOBBIMICHUIO NaBiieHus B JIA. DHpoTenuanbHas AUCHYHKIUSA
IPUBOJUT K XPOHUYECKOMY CHM)KEHHUIO NPOAYKUMU Ba30AWIATATOPOB, HApSALy C
U30BITOYHON BBIPAOOTKON Ba30KOHCTPUKTOPOB.

VY GonbiIMHCTBAa OOJBHBIX MYKOBHUCIIMI030M MAaHKpEATHUYECKass HETOCTATOYHOCTh
NpOSIBIISIETCSl YK€ B HEOHaTaJdpHBIH mepuon. Ilocie poxaeHuss pebeHka MpOLEecChl
3aKynopku npotokoB IDK oT Menkux k KpynHbeIM npoaospkaroTcs. C poxXIEeHHS U B
TEUEHUE MOCIEIYIOMNX MECSILEB >KU3HU B KPOBb peOEHKAa MPOJOJIKAIOT MOCTYNAaTh
naHkpeatuyeckue Oenku. Hampumep, MMMyHOPEaKTUBHBIM TPUICHUHOTEH, KOTOPBIN
CTaJl OCHOBOM JJIi IPOTOKOJIOB HEOHATaNbHOro CKpuHuHra Ha MB. HMHTepecHo, yTO
pa3pyLIUTENBHBIE MpPOLECcCh AK30KpuHHOW 4dactu [DK B mepmon HOBOPOXIAECHHOCTH
IIPOUCXOJAT COBEPIIEHHO 0€CCUMIITOMHO, XOTSI OHH MPEJCTABISIOT COOON BBIPAXKEHHOE
BOCHAJIEHHE C OOCTPYKIMEN MPOTOKOB BSI3KUM COJIEPKUMBIM, I€CTPYKIMEN allMHYCOB U

reHepan30BaHHbIM (PUOPO30M BCErO OpraHa.
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HeMuHyembIM ClleACTBUEM pa3pylI€HUs MOJHKETYAOYHOM >KeIe3bl CTAaHOBUTCSA
HapylIeHUE NEepeBapUBaHUS U BCACBIBAHUS B KEIYJAOYHO-KUIIEYHOM TPAKTE, MPEkKIE
BCEro XHUPOB U 0enkoB. [Ipy OTCYTCTBUM COOTBETCTBYIOILIEIO JICUEHUSI 3TU MPOLECCHI
MPUBOIAT K 3a7iepkke pusznyeckoro pazButus pedenka. [Ipumepno y 20% moapocTkoB
u 10 50% y B3pOCHBIX MAIMEHTOB Pa3BUBAETCS MYKOBHUCIIHUJIO3 3aBUCHMBIN nuabdet
(MB3/1). Oto ynukansHas popma auadbera, UMeromas NpU3HAKU Kak 1, Tak U 2 Tuma.
VY HEKOTOpBIX NAaIMEHTOB C COXpaHHOM »dk30KpuHHOW (GyHkumeir I[DK Taxxke c
BO3pacToM MokeT pa3Butbcst MB3/]. OOcyxnatoTcss u Apyrue BO3MOXHBIE (haKTOpPBHI,
KpOME T'€HETUYECKUX, KOTOpbhle MOTYT MpUBOAUTH K mopaxenuto [DK. B wactHocTH,
posib mporieccoB BocnaneHuss npu MB. Ha xuBOTHBIX Monensix ObUIM BbISIBICHBI
OpU3HAKU TOTO, YTO JJUTENbHAas HapylleHHas OukapOoHaTHasi CeKkpeuus B
JIBEHAIATUNIEPCTHON KHIIKE MOXKET MNPHUBECTH K IMAHKPEATHYECKOMY AallMHAPHOMY
AKTHUBHUPYIOIIEMY KJICTOUYHYIO BOCIAIIUTEIbHYO peakiuio [28].

TpaguumonHo cumraerca, uro nopaxenue [DK npum mykoBucuumose
00yCIIOBJIMBAET CJEAYIOUINE COCTOSHMSI: MEKOHMEBBIN WIIEYC; CTeaTopesi; BbINaJIeHUE
OpsAMOM KHILIKH; CHUHAPOM JAMCTaIbHOM HMHTECTHHAJIBHOM OOCTPYKIMH; MAaHKPEATHT;
anaber. OgHAKO HE Bce OHU OOYCIIOBJIEHBI TOJBKO MAHKPEATUYECKOW MATOJIOTHUEH.
VY 10-15% wnHoBOpOXIIEHHBIX 3a00JieBaHME MaHU(ECTHPYET Pa3BUTHEM MEKOHHUEBOTO
wieyca, Kak pe3yJibTaTa BHYTPUYTPOOHOM NaHKpeaTUYecKOW HEIOCTaTOYHOCTH B
COUYETAaHUU C KHIIEYHBIMH U3MEHEHUSMH (ITOBBIIICHHAs] BA3KOCTh KUIIEYHOI'O CEKpETa U
HU3Kas CKOPOCTh IMPOJBMIKEHMSI KHUIEYHOro cojaepxumoro). IloznHee sTum ke
MEXaHU3MOM o0yCIIaBINBaeTCs BO3HUKHOBEHHE CUHJApOMA JTUCTAJIBHON
MHTECTUHAIBHOW OOCTpYKUMH. B CBA3M C yBeIMYEHHEM NPOAOLKUTEIBHOCTH KU3HU
O0onbpHBIX  MyKoBHCIHI030M (MB), mnopakeHue me4YeHH CTAaHOBUTCS BaKHBIM
KIIMHUYECKUM TPOSIBJIEHUEM, OIPEACIAIONIMM MPOrHO3 3a00J€BaHus, Hapsay C
JErOYHbIMM M TPAHCIUIAHTAMOHHBIMU OCJIOXHEHHUAMH. Lluppo3 mneueHu B o0mem
CIUCKE NPUYMH CMEPTHOCTH NPH MYKOBHMCIMI03€ CTOMT Ha BTOPOM MECTE MOCIe

OpOHXOJIETOYHBIX OCJIOHEHHI U COCTaBIsieT okoJIo 2,3-2,5% [81].
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[lopaxeHre meueHu, Kak U MHOTUX JAPYrux (PEeHOTUNUYECKUX MposBieHuid MB,
3aBUCUT HE TOJIBKO OT TIEHETUYECKOro pedeKkra, HO U OT JEHCTBUA TI'€HOB-
Moau(pUKaTOpOB, HaxosAmuxcs BHe okyca CFTR.,

Haubonee cneunduunbiMu noka3zateasiMu renaToOuInapHoi naroyuoruu npu MB
aBiAtoTcs noseiieHue yposuen ['TTII, S-HykiieoTuaassl v meaoyHoi GpocdaTaszbl.

CymiecTByloT mpsiMble Mapkepbl (QuOpo3a MeueHu, MapaMeTpbl, KOTOpbIE
HEMOCPEJICTBEHHO OTPa)al0T YPOBEHb OOMEHA BEIIECTB BO BHEKJIETOYHOM MaTpPUKCE
neuenu: N-koHIeBas nocnenoBatenbHOCTh npokosareHa |, mpokomnaren IV Ttumna,
ruanypoHoBas kuciora YKL-40, marpuunsie metamionporeasbl (MMPS), TkaHneBbie
UHruouTopsl Metamutonporeas (TIMPS) [14].

Y GonbHOrO ¢ 3a00JI€BaHMEM TIEYEHH O PA3BUTUU MOPTAIBHOW THUNEPTEH3UU
TOBOPSAT CJHEAYIOIIHME KIMHWYECKHWE MPU3HAKU: CIUICHOMETalMs, aclUT, MeYECHOYHAs
sunedanonarus (I19) u Bapuko3HOE pacHIMpeHre BeH MUILEBO/IA.

HecMmoTpst Ha TO, 4TO 0c0OO€ BHMMaHHE MpPU M3YYEeHUU MyKoBuciugo3a (MB)
yOENAETCS JIETOYHBIM  aCHEKTaM, JKEIyJIOYHO-KHUIIEYHbIE MPOSIBICHUS HUIParoT
3HAYUTEIBHYIO POJIb MPU JAHHOM 3a00JIEBaHUH, HAYMHAS C JETCKOTO BO3pacTa.

BremnecekpeTopHas HEJOCTATOUHOCTh MOJKEITYJOUHOM Kee3bl MPOSIBISAETCA Y
OONBIIMHCTBA TAIMEHTOB ¢ MB yxe mpu pOXIEHWU WU B TMEPBbIC HEICIH >KU3HHU.
ManbabcopOrus xupa IPUBOAUT K 3aMEJJICHUIO POCTa, TPYIHOCTSM C HAOOpPOM Beca U
neUIUTY KUPOPACTBOPUMBIX BUTAMHUHOB U HE3aMEHHUMBIX KUPHBIX KUCIOT. bosbIoit
NPOLEHT MAalMeHTOB CTPaJaeT TracTpold3zodareaqbHol pedIroKCHON OO0Ne3HbI0 U
HApyLUIEHHEM MOTOPUKHM KHILIEYHHKA. Y 3HAYUTEIBHOrO 4YHuCia namueHtoB ¢ MB
HAOMIOJAIOTCS  SBJIGHUS  KHUIIEYHOH  HEMPOXOAMMOCTH,  BapbHUpylOIIME€  OT
NEePUOJNYECKUX O0JIed B )KMBOTE M 3alOPOB 10 MOTEHIHAIBHO OMACHOIO IS KU3HU
CUHAPOMA TUCTAJIbHON MHTECTUHAIBHOM OOCTPYKIMU (KUILIEYHON HENMPOXOAUMOCTH), a
TaKkKe MEKOHWEBOW HempoxoauMocTu. Kak yxke Obuto ckazaHo Beime, mpu MB
BBISIBJICHA Y€TKas 3aBUCUMOCTh Mexy MyTauusmu B reHe CFTR u HegocTaTOYHOCTBIO
BHEIITHECEKPETOPHONM (YHKIIUM TIOKETYAOUHOM Keje3bl. (OIHAKO CBA3b MEXKIY
apyrumu  nposieienusMu - MB u CFTR  reHotumom ocTtaeTcss HEOIHO3HAYHOM.

B dwactHOCTH, TeueHHe OpOHXOJIETOYHOTO TMpOIecca, OMpeAesIIoIee KadecTBO
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U MIPOIOJKUTENBHOCTD KU3HU 0071bHBIX MB B 90% ciyuaeB, HanpsiMyt0 HE 3aBUCUT OT
CFTR renoruna. DTO € OTHOCUTCA M K IAaTOJIOIMH, BO3HHUKAIOLIEH CO CTOPOHBI
xenymouHo-kuireuHoro tpakta (JKKT) [29].

B kumie4HoM snuTeNuu MPOUCXOMAST T€ K€ MPOLECChl, YTO U B JIbIXaTEIbHBIX
MyTSIX, TJO€ CEKpeLMs XJIopa, Hapsiay C TOPMOXKEHHEM HATpus, SIBISIETCS JIBUXKYILEH
CUJION JUIi MOJIEKYJI BOJBI, YCTPEMJAIOLICHCS B IpocBeT npoTokoB. [Ipu MB
Hapymenue pyHkuuu CFTR npuBOIUT K CHHXKEHHUIO CEKPELIUU KUAKOCTH U XJI0pa, uTo,
B CBOIO OYEpE/ib, BIIMSISI HA PETYIIAILUIO SIHUTEIHATbHBIX HaTpueBbix kaHaioB (ENaC),
BBI3bIBAET TMOBBILICHUWE BCAChIBAHUE HATPHsl, a 3aT€M M KUAKOCTH U3 CIMU3UCTOIrO
COJIEP>KMMOr0 KHIlIeyHUKa. Bricokocnenuduunbie nopaxkenus 1 MB co cTopoHbl
XKKT 3T0 MEKOHMEBBIM HJIEYC, CUHIPOM JAMCTAIBHON MHTECTHMHAIBHOW OOCTPYKIIUU
Wi puOpo3UpyroIIast KOJIOHOMATHS.

Y 90% O6onpubix MB oTmewaeTcss yBenwueHue CIIOHHBIX Jkene3, T.K. CFTR
pacrnoJiaraeTcsi B SMUTEINAIBHBIX KIETKaX CIIOHHBIX IIPOTOKOB, OJHAKO BBIPAXKEHHOTO
KIMHUYECKOTO 3HaueHuss 310 He wumeer [50]. B cmioHe yMeHbIIaeTcs BOIHBIH
KOMIIOHEHT W YBEJIWYMBACTCS KOHILICHTPALMs KaJIbLUsA, OJHAKO 3aKYyIOpPKa CIFOHHBIX

JKeJe3 BA3KUM CEKPETOM M BOCTIAJIEHHE Pa3BUBACTCS KpalHe PeJiKo.

1.4 MukpoOuosiorusi iHPEeKIHOHHO-BOCTIAIUTEIBHOT0 NPoLecca

Yy 00JIbHBIX MYKOBHUCIUI030M

Jlromm ¢ wmykoBucuumo3oM (MB) BocnpuumMuuBEI K MHOUIIMPOBAHUIO
JBIXaTeIBHBIX IyTeH pa3TuaHbIMU BugaMu Oaktepwmii [103].

[Iporuo3 Teuenuss mykoBucuupoza (MB) 3aBUCUT OT TSDKECTH MOpakKeHUs
OpTraHOB JIbIXaHWUS W Pa3BUTH WH(PEKIIMOHHBIX OCJIOXHEHWH, BBI3BAHHBIX YCIOBHO-
MMaTOT€HHBIMU MHUKPOOPTaHU3MaMH, CPEAU KOTOPBIX JOMHUHHUPYIOIIYIO POJIb UTPAOT
Staphylococcus aureus, Pseudomonas aeruginosa, Haemophilus influenzae,

Burkholderia cepacia complex, Achromobacter spp [31]. Muorue u3 3TUX BHIOB
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TECHO CBSI3aHbl (PMIIOT€HETHYECKH U UMEIOT CXOJHbIE (DEHOTHUIIBI, YTO 3aTPyIHSET
TOYHYIO JJaOOPATOPHYIO UIAECHTU(PUKALHIO.

Jleranbuble ucxonbl 60sbHBIX MB B 90-95% ciiydaeB npoucxoasT Mo MpUYUHE
MH(EKIIMOHHOT0, YACTO F€HEPAIIM30BAHHOTO MPOLECCa.

VY 3710pOBBIX NIOACH, MONaAaonIie B JEerkue OakTepuu MonajaroT Ha CIM3UCTHIN
CJIOM, TMOKPBIBAIOUIMNA OCHOBHBIE [bIXaTEJIbHbIE MYTH, W YAAISAIOTCS MOCPEACTBOM
MYKOIIMJIMAPHOTO OYMILEHUS, a 3aTeM IMPOIJIAaThIBAIOTCS U Pa3pyLIAIOTCS KUCIOTAMHU
xenyaka. BceneactBue gedekra rena MB  MykouunmapHoe OYMILEHHE JIETKUX
HapyliaeTcsi Mu3-3a BSI3KOCTU JETMJAPUPOBAHHBIX CEKPETOB BO3AYIIHBIX MyTed U
POUCXOIUT OaKTEepUAIbHASI KOJIOHU3AIIMS JIETKUX.

CnocobHocTh OakTepuii K (POpMUPOBAHUIO OMOMIIEHKH CUUTAETCS MapKEepOM
BO30ynUTENS, KOTOPBHIA MOKET BBI3BIBATH XPOHHUECKYIO0 HH(pexuuo. buorenku
UMEIOT BaXKHOE KIMHUYECKOE 3HA4YeHHE, MOTOMY YTO B BHJE OUOIUICHOK OaKTepuu
YCTOWYMBBI K Jpaaukanuu (GaroluraMd W HUX JJIUMUHAIMUM TpU  JICYCHUU
aHTUOMOTHKAMM  (MUHUMAaJbHAsi HUHTUOUpYIOIIAs KOHIIGHTpalusd aHTHOMOTHKA
yBenuuuBaercs npu 3toM B 100 u 6omee paz) [125].

Xponudeckas nHpeknus y 6onpHbIX MB cBsizana ¢ popMupoBanreM OHOIIIIEHKH
Ha TKaHU JETKHUX.

KnuHanyeckue CHHAPOMBI, CBSI3aHHBIE C HWHQPEKIMOHHBIMH 3a00JICBAaHUSIMH,
BBI3BIBAEMBIMH  S. aUreus, BKIIIOYAIOT OaKTepUEeMHIO, IHEBMOHMIO, HSHIAOKApPIUTHI,
CEeNTUYECKUE apTPUTHI, OCTEOMUETUTHI U (hopMHUpOBaHHEe TIyOoKux adcieccoB. Ocoboe
3HaueHue st OonbHBIX MB mpeAcTaBisioOT XpOHWYECKHME THOWHOBOCTIAIHTEIIHHBIC
3a0oneBaHusl JIETKUX, BBI3BaHHBIE S. aUreUS, MPOTEKAIONMe B BHJE CMEIIAHHON
uH(pEeKIMu. S. aureus sBISETCS yCIOBHO-TIATOTEHHBIM MHKPOOPTaHU3MOM, KOTOPHIH B
NIEPBYIO0 OYEPEIb KOJIOHU3UPYET PECIUPATOPHBINA TPAKT y OOJBHBIX MYKOBHUCLUHI030M
[3]. Ocoboe 3HAYCHHUE TSI OOJIBHBIX MYKOBHUCITUI030M HMEIOT
MeTUIMIUTHHYCTOUnBBIe cTadmiokokku (MRSA), koTopsie 00:1a1aI0T YCTOMYHBOCTHIO
KO MHOTHM aHTUOMOTHKAM. MeTUIuTMHYCTOWYHBBIS CTadUIOKOKKH
OOHapy>XKMBAaIOTCSI BO MHOTHX OOJBHHWIIAX OOJbIMHCTBA cTpaH wmupa. MRSA

PaACIpPOCTPAHSIOTCS. OT YEJIOBEKAa K YeJIOBEKY, OOBIYHO C pyK MenanepcoHana. OaHako
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MOT'YT BCTPEUAThCs U APYrUe MEXaHU3MBbI NIepeaun, HapuMep, BO3TYIIIHO-KaMeIbHBIH.
Hekotoprie ITaMMBbI SIBJISTIOTCS Ype3BbIYANHO TPaAaHCMUCCUOEIIbHBIMU,
pacIpOCTpaHsIsICh BHYTPH TManaT, MEXAy MNajlartaMd W U3 OOJbHUIBI B OOJBHUILY.
Bupynentnocte MRSA  BapbupyeT, OAHaKO OHa HE  BbIIIE, YeM Yy
METHIWUTMHYYBCTBUTEIBHBIX IITaMMOB S.aureus [105, 106].

Cpenu  BO3OymuTenedt  XpoHUUYecKoW  HWHGEKIUU JETKUX Yy  OOJBbHBIX
MYKOBUCITU030M 3HAYMMOE MEeCTO 3aHUMAIOT rpaMOTpHUIIATEIILHBIC
He(DepMEHTUPYIOIINE OaKTeprHr, OOIMMU TTPU3HAKAMU KOTOPBIX SIBIISIFOTCS MPUPOIHAs
YCTOMYUBOCTh KO  MHOTUM  aHTHOMOTHUKAM, BBICOKas  PE3UCTEHTHOCTh K
ne3nHpeKTaHTaM M PacIpOCTpaHEHHE B OOJBHUYHBIX CTallMOHApaX OT OOJBHOTO K
6onmpHOMY [116, 132].

Haubonee wacto Be3piBaromue uHbpekuu HI'Ob npunamiexar Kk HECKOJIBKUM
pojaM, M YCIOBHO MOTYT OBITh pa3feieHbl Ha OKCHA30TOJOKHUTEIbHBIE — POJIbI
Pseudomonas (kpome BumoB P. luteola u P. oryzihabitans), Burkholderia,
Achromobacter, Moraxella, Chryseobacterium, u okcumazooTpuiaTeabHble — POIBI
Stenotrophomonas, Acinetobacter, Bordetella (xpome B. pertussis, B. avium,
B. bronchiseptica, B. hinzii). BoibmIMHCTBO M3 yIOMSHYTBIX BBIIIE POJOB M BHIOB
HI'OB obnanaroT BEICOKOH CTEMEeHBI0 (PEHOTUITUUECKOTO U TeHOTUITHYECKOTO POJICTBA C
OakTepusMu poga Pseudomonas u mHorue u3 Hux emie B 90-X romax mpoILIOro BeKa
OTHOCWIHNCHh K pJaHHOMYy poay. Bce u3 stux HI'Ob Moryr OBITH BBIJCICHBI W3
OKpY’Karouien cpeibl, OAHAKO KIMHUYECKOW 3HAYMMOCTBIO XapaKTEepU3YIOTCA TOJBKO
OT/ICJIbHBIE BUABI HEKOTOPHIX pojioB [128, 134].

IlceBnOMOHAABI MIMPOKO PACHPOCTPAHEHBI B IMPUPOJAE C MPEUMYIIECTBEHHBIM
oOWTaHWEM B OKpYXKalollel cpeae, CBSA3aHHOM ¢ Boaou. M3-3a ux cmocoOHOCTH
BBDKMBAaTh B BOJHOW Cpelie, 3TH MHUKpPOOPraHWU3MbI, ocoOeHHO P. aeruginosa, cramu
OJTHOM M3 OCHOBHBIX MPOOJIEeM KaK BO3OYAUTENN TOCIUTATBHBIX HHDEKIuH [35].

bakrepuu P. aeruginosa sBiseTcs Bemymield NPUYUHOW HO30KOMHUAIBHBIX
MHpEKIMA ApIXaTenbHoro Tpakta. Ocoboe 3HayeHWe HWMEIOT s OOJBHBIX

MyKOBUCITUI030M. OCHOBHYIO pOJib B MaTOTreHe3e HHOEKIMH JIETKUX Yy OOJBHBIX
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MYKOBHCIIMJIO30M HI'paeT MYKOWJHBIN (eHoTun P. aeruginosa u BocHaaUTEIbHBIC
peakiuu 6osbHOTO [122].

3HaYMMBIM MTPU3HAKOM I P. aeruginosa siBisieTcst IpUpOIHas YCTOHYMBOCTD KO
MHOTHM aHTHOMOTHKAM: OCH3WINCHUIIWUIMHY, AaMIOUIWUINHY, aMOKCHIIWIINH-
KJIaByJIaHATy, aMIUIWUINH-CYIb0aKkTamMy, IedalociopyHaM TIEPBOTO M BTOPOTO
MTOKOJICHUS.

DT0 00YCIOBICHO C OJHOW CTOPOHBI, TEM, YTO JJII MHOTHX MHKPOOPTaHHU3MOB
OCHOBHOW  DKOJIOTMYECKOW HUIICH SBJISCTCS I0YBa, a CPEIM IOYBCHHBIX
MUKpPOOPTaHM3MOB  HW3BECTHO  JIOCTATOYHOE  YHCJIO  IITAMMOB-TIPOJYIICHTOB
AHTUOMOTHKOB, a, C JPYrOol, — C MHOTOOOpAa3HeM y 3THX MPEIACTABUTEICH Pa3IMUIHBIX
BHEXPOMOCOMHBIX 3JIEMEHTOB (I1a3MuI, OakTeprodaros), CHOCOOHBIX HECTH B COCTaBE
IrCHOMA JICTCPMUHAHTHI JICKAPCTBEHHOW YCTOHYMBOCTH. [IOMHMO XOpOIIIO M3BECTHBIX
MEXaHH3MOB PE3UCTCHTHOCTH K aHTUMUKPOOHBIM IpernaparaMm y HeepMEHTUPYIOITUX,
rpaMOTpHIIATENbHBIX Oanuiul pacnpoctpanensl MDR Hacock! addurokcea.

[Tpu reHOMHOM aHaJM3e KIMHUYECKH H30upoBaHHOro mrtamma A. xylosoxidans c
(EeHOTUNMMYECKUMHU HCCIICIOBAHUSIMU €TI0 BaXKHBIX MAaTOT€HHBIX NMPU3HAKOB BBISIBICHBI
IeHbI, YYacCTBYIOIIME B aHa’poOHOM pocTe, (HOPMUPOBAHWU OWOIJICHKH, TCHBI
YCTOWYMBOCTH K AaHTHOMOTHKAM, KOAMPYIOIIUX CHUCTEMbl OTKAUYMBAHUS U (DEPMEHTHI,
MOAUGUITHPYIOIIHE AHTUOMOTUKH [102]. HccnenoaTenu MO TYEPKUBAIOT
HEOOXOIMMOCTh UCCIICAOBAHMS M KIIMHUYECKOM matorennoctu A. xylosoxidans ¢ mienbio
MOBBIIEHUS 3()PEKTUBHOCTH TEPANMUH TAHHOTO MUKPOOa.

O xonoHU3anUu JETKUX Bce y OONBHBIX MYKOBUCIIHIO30M BIIEPBBIE COOOIIEHO B
Hagasie 1970-x rr. IlpubmmsutensHo y 20% OOJBHBIX, KOJIOHU3UPOBAHHBIX Bcc,
BO3HHMKAJ, TaK  Ha3bIBACMBIA,  «IeMals  CHUHAPOM»,  XapaKTePU3YIOIIUICS
HEKpOTU3UPYIOUIEH MHEBMOHHUEW C JIMXOpaAKoH, OakTepuemMuen, YyBEIHMYECHHEM
CKOPOCTH OCEJaHUsl SPUTPOLUTOB M JICHKOIUTO30M, KOTOPBIA MPHUBOAUI K OBICTPOMY
JETATBHOMY HCXOJTY.

Xponnueckass WHQPEKIHS HIDKHUX JIbIXaTEIbHBIX TYTEH SBISACTCS BEAYITUM
dakTopoM,  ONPENENSIOMUM  TKECTh  KIMHMYECKOTO  TEUEHHUS W TMPOTHO3

MykoBuciuao3za (MB). Ilpu uzydeHun Mukpodaopbl HMXKHUX AbIXaTEIbHBIX IMyTEH
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pPa3IMYHBIX BO3PACTHBIX Tpynn naetei, OonpHbIX MB, ucciemoBatensiMu pa3auyHbIX
CTpaH yCTaHOBJIEHO, YTO OCHOBHBIMU BO30YAUTEISIMU UH(PEKIIUU JETKUX Y OOJbHBIX
MB, sBnstorcs P. aeruginosa, S. aureus u H. influenzae. TTokazano 4to B mepBbie rOIbI
KU3HU Yy O00JIbHBIX MB noMUHHpYET 30JI0TUCTBIM CTAQUIOKOKK, a 3aT€M OCHOBHBIM
BO30yMTENEM CTAaHOBUTCS CHHETHOMHAs manouka [25, 52]. B mocneanee aecstunetue
OYEBUIHYIO KIWHUYECKYI0 3HAYUMOCTh MPUOOPETAIOT HEJOCTATOUYHO H3YUYEHHBIS
MHUKpPOOpPTraHu3Mbl — HedepMeHTupytonme rpamorpuiarenbasie 0akrepun (HI'OB) —
Burkholderia cepacia complex (Bcc), Stenotrophomonas maltophilia, Achromobacter
Spp., HeTyOepKye3Hble MuUKoOakTepuu, rpudsl poga Aspergillus. Tlpu sTom Kakablit
NaTOT€H CIOCOOCH BBI3BATh BOCIAJIEHHE, KOTOPOE MOXXET B TOM WMJIM WHOM CTENECHU
NPUBECTH K TOBPEKICHUIO JbIXaTEIIbHBIX MYTEeH, CHUXKEHUIO JIErouyHOW (YyHKIUH,
YXYAIICHUIO KIMHUYEeCKOro craryca. C mpakTUYECKOW TOYKW 3PEHUS JUISl TUarHOCTUKHU
XpOHUYECKON WHGEKIMU TPUEMIIEMBIMHU  SIBJSIOTCS  KPUTEPUHU, TPEIOKCHHBIC
Lee etal. (2003), cormacHO KOTOpBIM OOHapyKeHHe maToreHa Oojee 4dem B 50%
00pa3lioB MOKPOTHI WJIM CMBIBOB B TEUEHHE MPEAIIECTBYIOMIUX 12 MecseB MOXEeT
TPAKTOBAThCS KaK XpOHWYECKass HHQEKIHs. YCTaHOBJIEHO, 4YTO B 2/3 ciyyaeB
XpOHUYECKass MH(EKIUS JIETKHX BBI3BIBACTCS HE MOHOKYJIBTYPOW, a accolMaiueu
MuKkpoopranu3moB. [lo ganHbiM poccuiickux aBtopoB rpynmbl E.M. KonaparteeBow,
HanboJIee YacTO BCTPEUAlOIICHCsl acconualiel sBisieTcs codetanue P. aeruginosa +
S. aureus (18,2%), a Taxxe P. aeruginosa + Bcc (9,1%). B 18% ciay4aeB oT O0JIbHBIX B
cocTaBe MUKPOOHBIX acCOIMANNN BBIICIISIIN OJTHOBpeMeHHO P. aeruginosa MyKOWTHBIH
U HeMykounHbIH (eHoTHNBI. B cocTaBe accommaruii, kpome P. aeruginosa, wacro
BeIIeTsUH  Apyrux mnpexactasurencii HI'OB — S. maltophilia, A. Baumanii, dro,
BEPOSITHO, 00YCIIOBJIEHO TPOMU3MOM 3THUX BUJI0OB MUKPOOPTraHW3MOB K JIETOUYHON TKaHHU.
B otHomennu S. maltophilia kTHHUTIUCTEI OPUEHTHPYIOTCS HAa KIIMHUYCCKYIO KapTUHY
1 MUKPOOUONOTHYECKUH TPO(UIbh OTHOCUTEIBHO TOTO, CIEAYET JIM JICUUTh UH(PEKITHIO
Stenotrophomonas maltophilia y nroxeii ¢ mykoBuctmmoszom [69]. [losrydeHHbIC TaHHBIC
MOCIYKUJIM OCHOBaHUEM ISl 3aKJOueHHs, 4To s OonpHbIX MB xapakrepHbIM

IIPOABJICHUCM I/IHCI)CKI_II/IOHHBIX OCJIOKHCHUM SIBISCTCS CMEIIaHHas I/IH(l)eKLII/Iﬂ u yto Bcc
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SIBJIICTCS TOCTTUTATBHOW MUKPO(IIOPOI B OTIACICHUSX, T1€ TPOXOIAT JICUCHUE OOTBHBIC
MB.

[TpoBenst aHAIN3 OTYYCHHBIX JAHHBIX B OTHOIICHHH 3HAYUTEIIBHOTO KOJUYECTBA
nanueHToB ¢ MB wu3 pasnnuHblX peruoHoB Poccuiickon @enepauuu, Mbl CTald
MPUMEHATh pa3pa0OTaHHBIE aAJITOPUTMBI KOMIUIGKCHOTO TIOIXOJa B PYTHHHOM
MHUKPOOHMOJIOTHYECKON TTPAKTUKE JTa00OPATOPHUH.

s manwenToB CamapcKoW 00JIaCTH HCCISAOBAHHME >KUIKOCTH HA3aJbHOTO
JaBaXka YK€ BOIUIO B IMPOTOKOJ PETyJIIpHOTO oOciemoBaHus. biaromaps stomy, B
2019 romy ynamoch Ha paHHEM »JTare BBISBUTH KOJOHU3AIUIO, a KIMHUIIMCTAM
Ha3HAYUTh Tepanuio 3atparuBarornyro BJIIT y AByX manuMeHTOB CO IMITaMMaMHU
Achromobacter.xyl. u ogHoro manueHTa co mraMmom P. aeruginosa ¢ ucrnonb30BaHHEM
WHTAJIATOPOB C IYJILCOBOW TOJa4Yeii aHTHOAKTePUATBHBIX MPEnapaToB. AHAIOTUYHBIM
o0pa3oM, Ha OCHOBaHHMH MPOBEJCHHOTO UCCJICIOBAHMS )KHIKOCTH HA3aJIBHOTO JIABaXKa U
BBISIBJICHHUS B Hel mTaMMmoB P. aeruginosa Oblia CKOppEeKTHPOBaHa JIeYalliMU BpayaMu
Tepanus TalueHTa W3 pecnyOyuku TatapcTaH (JIOCTUTHYTa MHKPOOHOJIOTHYECCKU
TIOJITBEPKICHHAS dpaJMKaIlis M3 HOCa M 3€Ba), a Takke manueHTkn OpeHOyprckoi
007acTH (JOCTUTHYTA SpajJMKaIis IITaMMa M3 JICTKUX, POCT KYJIbTYPbl M3 JKHJIKOCTH
Ha3aJbHOI0 JaBaka COXpaHSETCA, OTMEUEHO CHIKEeHHe koiuyectBa ¢ 105 go 102
KOE/mn xxuakocTn).

AHa’poOHBIE OaKTEpHH MOTYT OOMTaTh B MH(PUIIMPOBAHHOW aHAIPOOHOW CIU3H
JBIXaTENBHBIX MYTEX U MO JaHHBIM YACTH MCCIIEIOBATENEN KOJOHU3ALUNS CUHETHOWMHOMN
MaJOYKON YBEJIMYMUBAET BEPOATHOCTH MPUCYTCTBUS aHA’POOHBIX OAaKTepUil B MOKpPOTE
[126, 131].

Taxke ectb jmaHHbI, 4Yro P. aeruginosa MoOXXeT aJanTHPOBAThCS WA
AKKJIMMAaTU3UPOBATBCS K OKPYXKAIOLIEW Cpeae B JIETKHX BO BpeMs pocra B
OECKHUCIIOPOIHBIX YacTSIX OKOJIOHOCOBBIX Ma3yx [65, 66].

Takum oOpa3zom, pazpaboTKa U BHEIPEHUE B PYTUHHYIO MPAKTUKY KOMIUIEKCHOTO
MoAX0Ja K MUKPOOHOJIOTHYECKON AUArHOCTHKE OaKTepHalIbHBIX OCJIOXHEeHU npu MB

SIBJIIETCS AKTYaJIbHOW 3aJ1a4€il COBPEMEHHOMW MeAUUMHBI. [IpenmoxeHHbie moaxoapl 1
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AITOPUTMBI TUATHOCTUKH MO3BOJISIOT BBISIBUTH KOJIOHU3ALMIO KIMHUYECKH 3HAYUMbBIMHU
mTaMMaMu  OakTepuil Ha paHHEM JTane, 4YTO MOXET CIYXHUThb 3((PEeKTUBHON
Npo(UIaKTUYECKOW MEepold B OTHOIICHUH HEJOMYIICHUS Pa3BUTUS XPOHHYECKOM
OakTepuanibHOM HH(pexuuu, ocoOeHHo y Tex mnamueHToB, HJIII koTopeix eme He
KOJIOHU3UPOBAHBl YKa3aHHBIMU BO30yAuTensiMu. (CBOEBpEMEHHOE BBISBICHUE U
Ha3HAUYEHUE Tepanuyu B OTHOILIEHUWU YKAa3aHHbIX Oakrepuil Oyner cmocoOCTBOBATh
COXPAHEHUIO JIETOYHON (PYHKIIMH U, KaK CJIEJICTBUE, YBEITUUYEHUIO MPOAOIKUTEIbHOCTH
KU3HU MALUEHTOB.

Takoe nMHaMUYHOE W3MEHEHUE IOMUHUPYIOIIEH aKTyalabHOU (DJIOpHI MAIMEHTOB
MB, nocnyxuno TOBOJOM JUIsl CTapTa HM3yY€HHUs PETHOHAIBHBIX OCOOEHHOCTEH.
Hacrosmuiit Bonpoc B CII6 u JIO u3yyeH HEAOCTaTOYHO W SBWJICS OJHOM W3 3aaad

JaHHOT'O UCCJICIOBAaHUA.

1.5 OcoOeHHOCTH B3POCJIbIX NANUEHTOB ¢ MYKOBHUCIHI030M

Ycnexu B JieueHUHU 3TOTO 3a00JIEBaHMsI B JETCKOM BO3pPAacTe MPHUBENIH MAIMEHTOB
BO B3pOCJble KIMHUKMA M T[IOCTaBWJIM HOBBIE BOIIPOCHl TMEpE] CHEUaTUCTaMU,
3aHUMAIOIIMMUCS BOIPOCAMU JICUCHHSI B3POCIIBIX 00IbHBIX MB.

3HAUUTENBHBIM ~ POCT  YHUCIA  B3POCIHBIX  OOJBHBIX  MYKOBHCIH030M,
MPOUBOIIEIINA 3a TOCIAEAHUE ACCATHIETHS BO BCEM MHpE, CTal yOeauTeIbHBIM
noaATBepxkAeHUEM 3(PGEKTUBHOCTH CYIIECTBYIOMIMX MMOAXOJAOB K JIEUEHUIO HSTOTO
TSKEJIOTO MOHOTEHHOTO 3a0oneBanusi. K BaKHEWIIUM JOCTHIKEHUSM B OKa3aHHUH
nomMomu O6oyibHbIM MB crieayer oTHecTH: MPOBEAEHHWE HEOHATAJIBHOTO CKPUHHUHTA U
PAaHHIOIO JUAarHOCTUKY OOJIe3HU, paHHEE Hayajo JIeYeHHus, HaOII0JEeHUE B
CHEIUATM3UPOBAHHBIX IIEHTPaX MOMOIIHN JUisi 00JIbHBEIX MB KOMaH0# crienuanncToB,
WMHTAISIIMOHHYIO Tepamnuio npenapatoM pekoMOuHanTHo JIHKa3zbl, MHransiuuoHHyIo
AHTUOAKTEpUANIbHYIO TEpaIuio, BBEJCHUE B MPAKTUKY JICUCHHUS MUKPOCHEPUUECKUMU

IMaHKPCAaTHICCKHUMU q)epMeHTaMI/I, Pa3BUTHC MCTOAUK KHHC3HOTCPAIIMM, ITIOSABJICHHC
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Y aKTUBHOE BHEJIPEHHE TapreTHOW (IMaTOreHeTUYeCKOo) Tepanuu, MPEeeMCTBEHHOCTh
nepeaayu OO0JbHBIX U3 MEIUATPUUECKON CUCTEMBI BO B3POCTYIO CETh, MPODUIAKTUKY U
JICUCHUE OXHUAAEMBIX OCJIOXHEHUM MB, TpaHCIUIaHTalMIO JETKUX W TICYCHHU,
MporpaMMy JI€YEHUsl JbIXaTeIbHOM HEIOCTATOYHOCTH, NCHUXOJOTHYECKYIO MOIICPKKY
MalMeHTOB. BCE 3TO €XeroaHo yBeJIMYMBACT CPEAHUU BO3pacT IanueHToB ¢ MB u
CYIIECTBEHHO YyiydliaeT kadectBo wux [33, 47, 48, 49]. B 2018 r. menuana
BbbkUBaemMocTH 00ibHBIX MB B CIIIA u ctpanax 3anagnoit EBponbl mpubnusunach K
40 romam. B Poccum Takke MMeeT MeCTO  3HAUMTENbHOE  YBEIHMYEHUE
POJIOJDKUTENIBHOCTH JKU3HU W JIOJK B3pochbiXx mnanueHToB. [lo manHeiM Peructpa
O00nBHBIX MyKoBHCLMII030M B Poccuiickoit ®enepauuu, 2022 roma (B Peructpe
umeroTcs cBefieHus: o 3142 OonpHBIX NMPOBEpUTH M3 81 peruonHa) nosst B3POCIBIX,
crapiue 18 ner cocraBuna 24,7%, B HeKOTOphIX PenepanbHbIX OKPyrax oHa JIOCTUTAET
40%, B MockBe — 35,7% oOT unciia HaOII01aeMbIX MAIMEHTOB, YTO SBJISETCS XOPOIITUM
[IOKa3aTeJeM M CONOCTaBUMO C KOJMYECTBOM B3pOCIbIX B cTpaHax EBpocoroza. B
IaHHOM roay B Perucrtpe mpu pacuy€re BbIKMBAEMOCTH HCIOJIB30BaH CTATUCTUYECKUN
nonxon CeBepoaMepukaHckoro perucrtpa OonbHbiXx MB. IlpoBemen pacuér
MPOJAOJKUTEIILHOCTH JKU3HU JJ1s manueHToB 3a 2014-2018 roasl. Menuana oxuaaemMoi
IIPOJIOJKUTEIIFHOCTH cocTaBmia 33,8 ser, qoBeputenbHbii naTepBan — 30,6-37,2 rona.
Cawmprii cTapmunii o Bo3pacty 6osibHOM MB HaGmronancs B Mockse, emy B 2022 rony
ob10 73 Toma. B Cankr-IletepOypre — 65 ner B 2022 r. B xauecTBe MCTOPHUYECKOM
CIPaBKHU CTOUT BCIIOMHHUTB, UTO JOCTATOYHO JIOJITO, B CBSI3U C HU3KOW BBIXKMBAEMOCTBHIO,
MB Bo Bcem Mupe sBISUICS NeAuaTpuieckor mnpoosemoil. Toapko, B IIECTUAECATHIX
rojiax MpOIIJIOT0 BEKa MOSBUIWCH OTHENbHbIe HaOmoaeHus MB y mompocTkoB u
B3POCIBIX, IPUYEM aBTOPHI MOAUYEPKUBAIIM, YTO MATOJOTHS OPraHOB JbIXaHUS y ATHUX
OONBHBIX TPEBAIMPOBAJA HAJ HW3MEHEHUSMHU CO CTOPOHBI JKETyTOYHO-KHIIEYHOTO
tpakTa. B 1979 roay Beayume cnenuanuctel B oomactu MB P. Di Sant Agnese u P.B.
Davis yrtBepxnamu, uro MB sBisiercs OJHOW W3 YaCThIX MPUYHH XPOHUUYCCKUX
OOCTPYKTHBHBIX 3a00JieBaHUM JeTKuX y Jull 70 30 jieT. DTH NporHo3sl B AaJIbHEHIIEM
MOJIHOCTBIO OMNpPaBIANUCh. ATUNHUYHBIE (HOPMalbHBIN «IOTOBBIM» TECT), CTEPTHIE U

(wiun) nerxkue Qopmbl MB nonaroe Bpemsi OTHOCWIM K JAPYTMM  HO3O0JOTHSM:
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XPOHUYECKOMY OpOHXUTY, JIOKAJIbHBIM M MHOXECTBEHHBbIM OpoHxodkTazusM. [locrie
BBEJCHUS B TMPAKTUKY MOJICKYJISIPHO-TEHETUUECKUX METOJIOB JUATHOCTUKHU OBLIO
BBISIBJICHO, UYTO B OOJIBIIMHCTBE MOJOOHBIX CIy4aeB HMMENI MECTO «MSTKU» TeHOTHI
MB ¢ MHUHUMQIbHBIMU MPOSABICHUSAMMU NAHKPEATUYECKOM  HENOCTATOYHOCTH.
MoneKkyJIsIpHO-TEHETUYECKUE  METOJIbl  MCCIEJOBAHUS  3HAUYMTENBHO  PACIIUPUIN
BO3MOKHOCTH JUArHOCTUKH U YTOYHUIIU OCOOCHHOCTH (DEHOTHUIMUYECKHUX MPOSIBICHUM
IpU pa3HbIX TEHOTHMNAX OOJBHBIX. «MYKOBHUCIIUI03 B3POCIBIX» MOXHO YCIOBHO
pa3enuTh Ha JIBE HEpPaBHBIC TPYIIIBI OCHOBHAas 4YacTh — OOJBHBIC, 3a00JICBIIHE B
paHHEeM JEeTCTBE, AUArHo3 Yy KOTOPBIX OBbLI MOCTaBJEH paHO (MpaBWIbHEE CKa3aTh —
CBOEBPEMEHHO), JOCTUTIIME B3pPOCJIOr0 BO3pacra, MepeAaHHblie B 18 et i
JaabHENIero HabMI0ICHUS U JICUEHUSI BO «B3POCIYIO» KIMHUKY W MEHbIIAs 4acTh —
OonbHBIE C TO3aHEH MaHudecranueil. C COBpEMEHHBIX MO3HMIIUNA 3TO CKOpPEEe BCETO
TOMO3UTOTHI TT0 MSITKUM MYTallUsIM WA KOMIAYH/Ibl — «TSHKENas + «Msrkash» MyTalusl.
Beenenune B 2007 r. HEOHATaJIbHOTO CKpUMHMHIA Ha Tepputopuu PP omnpenenniio
CYIIECTBEHHBIN TIporpecc B paHHeW Bepudukaruu MB (HeoHaTanbHBIM CKPUHUHT,
nonyJiaspuzaius 3HaHud o MB cpeam Bpauel, METUIIMHCKON OOIIECTBEHHOCTH U
HACEJIEHUs, CTaHAapTU3alusl  I[OTOBOIO  TECTa,  VYIYyYIIEHUE TIE€HETUYECKOro
TecTupoBanus). Tem He MeHee, cper OOIBHBIX CTapIIEro BO3pacTa CiIydan BpaueOHbIX
OMMOOK W TO3AHEH IUarHOCTHKU 3a00JIeBaHMs HE SBISIOTCA PEAKOCTHIO, XOTS B
OTIEIBHBIX CIydYasX MO3AHsSA nuarHoctuka MB mpu HeTunuuHOW KapTuHE OO0JIE3HU
CKOpEE CBHJIETEIHCTBYET O JOCTATOYHOW KBAIM(PUKAIMKA Bpada W 3aMHTEPECOBAHHOM
OTHOILIEHUH K HeOObIYHOMY nanuenty. [Ipu anannze matepualia 0 Cpokax TUarHOCTUKHU
MB Ha ocHOBaHuUM JaHHBIX, HauuHas ¢ 2011 roma, ycranosieno, yto B 2022 roay
MPaBWIBHBIA JUArHO3 BEpU(PUIUPOBAH B cTapmieM Bo3pacte B 3,3% ot olmiero yucia
6ompHBIX Uy 13,1% cpenu rpymnibl B3pOCIbIX. MaKCHUMaIbHBIN BO3PACcT AHATHOCTHKU
MB cocraBun 59 ner.

B cBs3u ¢ Bo3pocmieil oOMEMHUPOBONM YAaCTOTOW WH(GUIMPOBAHUS HIKHHUX
JBIXaTeIbHBIX TyTeW MUKpoopraHudmMoMm Achromobacter xyl. y mamueHToB C
MYKOBUCIIMJO30M 3a IMOCIEIHHE 15 Jer, a Takke YBEIWYCHHE [IOJM B3POCIBIX

MalUeHTOB € MYKOBHUCIHUJIO30M, BIHMSHUE NPUOOPETEHHON YCTOMYMBOCTH JTaHHOU
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ONMIMOPTYHUCTUYECKOM HMHQPEKIMH K KapOaleHeMaM Ha BEHTWISILMOHHYIO (DYHKIMIO
ocTaercs Majou3dydeHHOU. MccienoBaHnus BIUMAHUA  PE3UCTEHTHBIX  IITAMMOB
Achromobacter xyl. x kapOanenemam Ha nuHamuKy cHwkeHus ODPBI1, HyTpUTHBHBIH
CTaTyC y B3pOCIBIX ITAIMEHTOB C MYKOBUCLUAO30M C PAa3jIWYHBIMU TI'€HOTHUIIAMU B

TEUECHHUH JJIUTEIBHOTO BPEMEHHOIO TpoMeKyTKa B PO paHnee HE MPOBOAUIIOCK.

1.6 IlpuHI MBI OPraHM3alui MOMOIIHU 00JIbHBIM MYKOBHCIHI030M

AxTyanpHas TpoOiieMa IO PE3UCTECHTHOCTH IEPCUCTUPYIOMIHUX BO30yIUTEICH
npuBeJia K TOMY, 4YTO TIIOMHMO KJIACCHYECKOTO COYCTaHHWS CTAl[AOHAPHOTO U
aMOyJIaTOPHOTO 3TAaIoB, OOJBHBIC YACTO IMOJYYAIOT aHTHOMOTUKH IIUPOKOTO CIIEKTpa
BHYTPb, BHYTPUBCHHO WJIM HWHTAJSAIIMOHHO. Hepemko 3TO MpPOMCXOAWUT B JOMAITHHUX
YCIOBHSIX, YTO TIO3BOJISIET COXPaHUTh (YHKIUIO JIETKUX W  MPEIOTBPATHTH
TOCIUTANN3ANNI0. B TO e Bpemsi MPOWCXOMUT OTOOp YCTOWMYMBHIX INTAMMOB H
MOSIBIISIIOTCS  TIOJTMPE3UCTEHTHBIE BO30OyauTenw. B cBsi3u ¢ 3THM, mnpodriiakTuka
NIEPEKPECTHOTO WHQPUIIUPOBAHUS OOJBHBIX MYKOBUCIIUIO30M — OJHO M3 BaXKHBIX
YCJIOBHM CTAOMIM3AIIMU PECIIUPATOPHON (PYHKIIMH, YMEHBIIICHUS YHCiia O0OCTPEHUHN U
YBEIMYCHUS BBDKUBAEMOCTH OOJTHHBIX MYKOBUCITUI030M.

Mepsl no npodunakTrke WHOEKIUI B CTallMOHApe, B aMOYJIaTOPHBIX JIE€YEOHBIX
VUpEXKACHUSIX U B JIOMAIIHUX YCIOBUSX PA3IMYAIOTCS W HE B3anMoO3aMeHsieMbl. Tak,
HaIMpuMep, MO CPaBHEHHUIO C amMOyIaTOPHBIMH OOJILHBIMU OOJBHBIE B CTAIIMOHAPE B
1ejaoM OoJiee TSDKENble W BBIICTSAIOT OOJIbIIIE MOKPOTHI C BBICOKHM COJEpKaHHEM
MATOTEHHBIX MHUKpPOOpPraHu3MoB. KOHTakT Mexay OONBHBIM H MEIUITUHCKHM
pabOTHUKOM B aMOYJIATOPHBIX YCJIOBHSIX MOXKET OBITh 0O0Jiee JMIUTEIHHBIM U TECHBIM
MIPY BU3UTE IO TIOBOTY 3a00JIEBaHUS, YEM TIPH TIAHOBOM BU3HTE.

Bce 0osnbHBIE MYKOBHCIIMIO30M, Y KOTOpbIX BbImeiaeHa Burkholderia cepacia,
METHIWUTHHOYCTOHYMBBIE MmTaMMbl  Staphylococcus aureus wiam ycToWumBBIE K

BAHKOMUIIMHY OJHTCPOKOKKH, JOJIKHBI HAaXOAUThBCA B OJHOMCCTHBIX IIdjJaTaX C
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otnenbHbIM aymeM [87]. BoabHBIX MYKOBUCIHHI030M, KOTOpPbIE HE WH(UIIUPOBAHBI
Burkholderia cepacia, MmetuminHoycTORYMBRIMU IITaMMaMu Staphylococcus aureus
U YCTOWYMBBIMM K BAaHKOMHIIMHY JHTEPOKOKKAMH, IO BO3MOXKHOCTH TMOMEIIAIOT B
OJTHOMECTHBIC TIaJaThl UK B MaJIaTy ¢ OOJIbHBIMH, HE CTPAJAOITUMUA MYKOBUCIIUI030M
Y C HU3KUM PUCKOM HMH(EKIIHIA.

3a mnocnennue 40 neT HaOMIOJAeTCA YBEIMYEHHE CPEIHEro Bo3pacTa
BBDKMBAEMOCTH TAIMEHTOB C MYKOBUCIIMAO30M. OTOT MPOrpecc ObUI JTOCTUTHYT
Oysarogapsi ypoBHIO TIOMOIIM, OKa3bIBA€MOW MeauaTpaMu U B3POCIBIMU BpadyamMH B
[IEHTpaXx MO YXOJly 332 MYKOBUCIIHIO30M.

C yBenMueHHEM KOJIMYECTBA B3pOCHBIX manueHToB MB  Bce warne
JTUArHOCTUPYIOTCSL B3pOCIIble TMalMeHThl ¢ aTtunuyHbiM MB. OnwiTr neuenuss MB
MOJUYEPKUBACT BAXHOCTh CBSI3aHHBIX CO 3JI0POBBEM B3POCIBIX TCHUXOCOIUATBHBIX
npobiem. Kak ykaseiBaer J. Zack et al. [135] coBpemennbie naruentsl MB craprie 18
JIET BEAyT MOJTHOLEHHYIO COIMATIbHYIO KHU3Hb, B cpeaHeM 60% paboratot, 36% cocTosiT
B Opake u 'y 40% ectb neTu.

LeHTphI IO yXOay 32 MYKOBUCIIMA030M LHEHTPATIU3YIOT U UHTETPUPYIOT 3HAHUS U
HABBIKM Pa3JIUYHBIX 00JACTEH MEAUIIMHBI [Tl OKA3aHUSI CIICIIUAIM3UPOBAHHON TTOMOIIU
NalyeHTaM C JAETCTBA O 3PEJIOro BO3pacTa.

[Iepexon k B3pOCION MKU3HU BAXKEH JJIS YCIEIIHOIO Nepexona K jeyeHnto bd y
B3POCIIBIX.

Take M. Roussey et al. ormedaeT, 9T0 Ba)KHO WHUIIMUPOBATH PETHOHAIBHBIC
Hay4YHbIE HCClIeoBaHUS B IleHTpax MB, oco0eHHO pa3paboTKy HOBBIX METO/OB
JIeYSHUs, 4TO OyJeT CrIOCOOCTBOBATH YBEIIMUCHHIO ITPOTOIKUTEIILHOCTH KU3HU [123].

Paznuunble nentper MB ¢ yBennueHHMEM CPEOHErO BO3pacTa M KOJHUYECTBA
B3pOCIbIX MalMeHTOB MB aKkTUBHO rOTOBUTCA K YBEIIMUECHHIO YHCJIA MOJOABIX JIOJEH,
HYXJAIOUUXCS B CHEUUATM3UPOBAHHON MOMOIIM, OPUEHTUPOBAHHOW HA B3POCIBIX.
OnHako HamdydliMe pe3ysbTaThl BOBMOYKHO MOJYYHUTh B CIydyae OpUEHTALUH UMEHHO
Ha MUKPOOHOJIOTUYECKHE, COLUAIIbHBIE U TICUXOJOTHYECKHE OCOOEHHOCTH B3POCIHBIX

nanueHToB MB [88].
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Takum  00pa3oM  HENPEPBHIBHOCTh  JICYCHHUS ITOTO  MYJIBTUCHCTEMHOTO
3a00yeBaHUsl B CUCTEME IIUKJIA aMOYJIaTOPHOM M CTALIMOHAPHOM CIy>KObI JIydllle BCErO
o0ecneunTh TpPH COTPYAHHYECTBE MEXKAY JIeUalliM BpauyoM TalHeHTa W
MEXIUCIUIUIMHAPHOW KOMAaHJBI 10 JICYCHHIO MYKOBHCIH03a, @ TaKXKE C YCJIOBHEM

U3Y4YEHUS] PErMOHANBHBIX 0COOEHHOCTEN (peHOoTHIIa B3pOCbIX nanueHToB MB.

1.7 HoBasi koponaBupycHasi uH¢pexuuss COVID-19

y NalMEeHTOB ¢ MYKOBHCIIH/1030M

B nepBbie mecsupl nangemMun kopoHaBupycHo uHpekiuu COVID-19 Bpaun,
paboTtaronue ¢ manueHtTamu ¢ MB omacanmchk Xyamiero, oxuaas, Kak MHUHUMYM,
TSKEJIOTO TEUEeHUS HOBOM MHGEKIMU y MAlMEeHTOB C XPOHHUYECKUM HH(PEKIUOHHBIM
3a0oneBanueM Jerkux. Jlrobass BUpycHas MH(EKIHS MOXKET MPOBOLUPOBATH TsHKEIOe
oboctpenne MB, u maHmemMus HOBOW BHUPYCHOM HH(EKIMHU BbI3bIBaja OCOOCHHYIO
HacTopokeHHOCTh. Bo Bpemsa mangemuu rpunmna 2009 roma Bupyc HINI1 Bwi3Ban
3HAYMTENIPHOE YyBEJIWYeHHWE OOOCTpeHHWH y mnanueHToB MB, yacTh DanueHToB ¢
TSDKETIBIM TedeHHeM ToTpeboBasiock mposeneHue MBJI, yxymieHne compoBOXIanoch
BBICOKOH JieTajabHOCThIO [109].

B nentrpax MB Esponst u CHIA 06Ut ycuiieHbI TpO(HIAKTHYECKHE MEPHI,
KOTOpBbIE CKPYILYJE3HO BBINOJHSAJIMCH B O3TOW TIPYNINE MNAUUEHTOB, TaKUE Kak
MCIIOJIb30BAaHUE MACOK JJisl JIMIA, COOJIOJICHHE HA/JIeXkKAIlel TUTHEHBI PYK, Jajiee
N00AaBUIINCH 3aMEHA OYHBIX BU3UTOB Ha TEJI€ MEAUIMHCKOE KOHCYJIBTUPOBAHUE, OTMEHA
UCCNEIOBAaHUM (PYHKIMM BHEIIHErO [bIXaHUSI W BBIINOJHEHUS OPOHXOCKOIMUM ISt
MPEIOTBPALLIEHUSI PAaCIIPOCTPAHEHHS BUPYCa.

EBporneiickuit Llentp MB opranuzoBan peructp namueHtoB MB, nepeHecmmx
COVID9 ECFSPR, kyzna 611 BKJIIOUEHBI TAaUEHTHI U3 30 cTpaH.

B MHoronannonanbHOM KOroptHom uccienoBanuu 40 yvenmosek ¢ CF u3 BocbMu

cTpan-y4actHuil 3aboneBaemMocth SARS-CoV-2 cocraBuna 0,07%, 4to mpumMepHO
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nojoBruHa OT nokaszarens B 0,15%, 3apeructpupoBaHHOTO CpeIr HACEJICHUS B IIEJIOM.
Cpennuii Bo3pacT MHGUIMPOBAHHOM KOTOpPTHI cOcTaBWiI 33 rojaa, 4uro ObUIO BBIIIE
cpeaHero Bo3pacta ob6mieit nomynsiuu CF, mpu 3ToM Tosibko ouH nanueHt (3%) ObLn
MoJIoKe 16 JeT; 3TO OTpa’kaeT MEHbIIEe KOJIMYECTBO COOOIIEHUI O MeauaTpuiecKux
ciaydasx COVID-19, nuarHocTHpOBaHHBIX B NONYJISIMU, HE cBs3aHHOM ¢ CF [72].

BeposiTHO, 3TO CBsI3aHO CO CTPOTUM COOJIIOZICHUEM MEp COIMAJIBLHOTO
JTUCTAHIIMPOBAHUS y OTUX MAIMEHTOB C JeTcTBa. VX moBceqHEeBHas >XKU3Hb YKe
BKJIFOYAET PEryJsipHas MHTAISIIMOHHAS Teparus, COOJMI0ACHUE Tepalud U TIIATeIbHOU
TUTHEHBI, HOIIICHUE MacOK B OOIIECTBEHHBIX MECTaX, OTpaHWYEHHUs Ha TMOCEIICHUS
MEPOTIPUATHN B 3aKPBITHIX IMOMEIICHUSX BO H30€KaHME Tepeladyd BHUPYCHBIX U
OakTepuagbHBIX MMATOTEHOB OT MAaIMEHTa K MaIlMeHTy. Takxke 00CyX aaeTcsi BOZMOXKHAS
3 PEKTUBHOCTDH €KEHEBHOTO MHTAJSIIMOHHOTO TIpHeMa JIOpHa3bl ajnb(da y MarueHToB
MB kak 1uTokuHOoBOrO 1mropMa u Tsokenoro reuenuss COVID-19 undekmun.

C naTroreHeTMYeCcKOW TOUYKM 3PEHUS NOBBIIIEHHBIE KOHIEHTPALUU 3J1acTa3bl
HEUTPO(DUIBHBIX KIETOK CBSI3aHBl C YCHJICHHEM MOBPEXKIACHUS JETKUX U CHIKCHUEM
neroyHoit  ¢ynkumu npu  MB.  CoOOTBETCTBEHHO, HMHTHOUTOpPHI  3JACTa3bl
HEUTPODUIBHBIX KJIETOK YCIENTHO HCIOJIB3YIOTCS B WCIBITAaHUSAX Uit jedenuss MB.
Cnegyer OTMETHUTb, YTO TPOBOCIHAIUTENBbHBIN aucOaTaHC HM30BITOYHON DI1acTa3bl
HEUTPO(MUIBHBIX KJIETOK YYacCTBYET B Pa3BUTHH OCTPOTO PECHUPATOPHOTO IHUCTPECC-
curapoma (OPJIC), ceszannoro ¢ COVID-19 [82].

CrnenoBaTenbHO, MHTHOUTOPHI 3J1aCTa3bl HEUTPO(DHUIOB TaKkke OBLIN MPEITI0KEHBI
B KAa4yeCcTBe TMOTCHIMAIbHBIX METOJOB  JIEYCHHUS, KOTOpbIE MOTYT  OBIThH
nepenpodunupoBansl 1 gedeHuss OPJIC u cBsi3aHHOTO ¢ HUM TTOBPEXKICHUS JIETKUX/

Kpome Toro, mHransimonHas gopHasza anbda, pacpoCTPaHEHHOE JIEKAPCTBO OT
CF, B Hactosmee Bpemsi mpoxonuT ucmbitanus nis jgedenuss COVID-19 [118]. Ero
MpeanojgaraeMplii  3aUTHEIA A((PEKT CBA3aH C €ro OYUCTKOW OT BHEKIECTOYHBIX
JIOBYIIEK HEUTPO(DUIOB, KOTOpbIE UIPAIOT MAaTOre€HHYI posib Npu MHPexkunun SARS-
CoV-2 [93].

Hakonern, a3uTpoMHIIMH, YacTO Ha3HadaeMbld aHTHOMOTHK mnpu CF, ObLIO

BBICKQ3aHO MPEANOJI0KCHUE O IMOTCHIMaabHOM Bo3zaekictBun Ha COVID19 — kak
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NyTeM MOAYJISUMKA HMMMYHHOIO OTBETa, TaK W M3-3a CJa00H NPOTUBOBUPYCHOMU
aktuBHOCTH [99]. HecMoTps Ha TO, 4YTO B Hadajlie MAaHAEMUU OOJIBIIMHCTBO
MEIIUIIMHCKUX CcOo0O0IIecTB KiaccuduimpoBanu nanueHToB MB kak 0co00 ysI3BUMBIX K
PECIUPATOPHOMY JHMCTPECC CHHJIPOMY OT KOPOHABUPYCHOM WH(MEKIMHU, TEKyIIue
MEXIYHApO/IHbIE TAHHBIE CBUJIETEIBCTBYIOT O TOM, YTO YPOBEHb 3a00JIEBAEMOCTH HUKE
CpPEIHETO 0 CPABHEHUIO C HACEJIEHUEM B 1IEJIOM [92].

[lonBoxgsa wror, cieayer ckaszarb, 4TO TmamueHT ¢ MB, mnoaseprumiics
Bo3aeicTBui0 SARS-CoV-2, moxeT npuHUMAaTh JIEKapcTBa, KOTOPbIE  CMSTYAIOT
KJIMHUYeCcKU Tsxenyo popmy COVID-109.

OtmedeHa pa3HOPOIHOCTh JAHHBIX MO 3a00J€BA€MOCTH HOBOW KOPOHABUPYCHOM
unpexnuu COVID-19 y maruentoB MB B 3aBUCHMMOCTH OT CTpaHbl U peruoHa. Borpoc
ocobeHHOCTel TedeHus: HOBOM KopoHaBupycHol uHpexuuu COVID-19 y B3pocibix
naruenToB CII6 m JIO u3ydeH HemOCTATOUYHO W SIBUJICS OJIHOM W3 3ajay JaHHOU

paboTHI.
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I'nasa 2

MATEPUAJI U METOAbI UCCJIIEJOBAHUA

2.1 O0mas xapaKTepuCTHKA 00C/IeJ0BAHHON IPyNbl 00JIbHBIX

U MeToAbI GOPMHUPOBAHMS KJIMHHYECKUX IPYNII

HaGop mnamueHTOB M KIMHMYECKass 4YacTb pabOThl BBINONHSIAch Ha 0ase
nyJabMoHoJorndeckoro otaeneHuss Ne 2 Ilentpa WHtencuBHol IlynbMoHONoOrmm u
Topakansuoit Xupypruu CII6 T'BY3 I'opoackoit MuoronpodunsHo#t bonbauier Ne 2
Cankt-IletepOypra. Bputo mpoBeneHO OTKPBITOE PETPOCHEKTUBHO — MPOCIEKTUBHOE
CpaBHHUTENIbHOE HccaeaoBaHue. JJIMTENbHOCTh HMCCIIEOBAaHUS COCTaBUia 6 JIET — C
sauBaps 2016 o nexkabps 2021 rr.

Jnarnos 3a00eBaHU yCTaHABIMBAJICS COTJIACHO JTUarHOCTHYECKUM KPUTEPUSIM
ECFS 2014 (European Cystic Fibrosis Society — Espomeiickoe 00111ecTBO
MykoBHcna03a) [83], u manee oOHOBACHHBIE cTaHaapThl auarHoctuku ECFS 2018 [ 76].

B uccinenoBanue BxiatoueHo 60 B3pOCIbIX MAIMEHTOB OT 18 10 65 net, u3 Hux 27
(45%) xenmuH u 33 (55%) wmyxumH. HuxHUNA BO3pacTHOW NOpPOr MAalMEHTOB
O00BSCHAETCS CTATyCOM B3pOCIIOTO YeJoBeKa MpH JocTikenuu 18 met cornacno BO3 u
CTapTOM HAOJIIOJICHHUS M JICUCHMS IMAaIlMEHTa BO B3POCJIOW CETH 3ApaBooxpaHeHus Pd.
HaG6monenne u nedenue B nienTpe mykosuciumoza CIIb 'MIIb2 npeacrasisieT coboit
CUCTEMY 3aMKHYTOTO IMKJa, TJe amMOylnaTopHbIe MAlMEeHThl PEryIsPHO OOCIEIyIOTCS
(moceB MOKpOTHI IpH Ka)KIOM IIJJAHOBOM BHU3MTE, HO He 4ame 1 p B 3 Mecsma u
uccnenoBanue OB/l cornacHo kiMHHYecKUM pekomeHpauusm MB B PO [16, 18]) u
MpU HAJUYUM TIOKAa3aHUW TMPOXOJAT CTAl[MOHAPHOE JIEYEHHWE B CIHEUUAIbHO
00OpYyZIOBaHHBIX TMajaTax IMyJIbMOHOJOTHYECKOTO OTAeNeHus OonpHUIEL. [locie
3aBEpIICHUs  CTAlMOHAPHOTO  JTama, MalMeHThl  MNPOJOJDKAIOT  HAOII0JCHHE
aMOynaTtopHO ¢ UKcanueld BceX JaHHbIX aHAMHE3a U HCCIEOBaHUM B aMOyJIaTOPHOM

kapte. Bce manuentsl noanucanu ¢GpopmMy MHPOPMHUPOBAHHOTO COTJIACHS MPU KaKIOM
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CTallMOHAPHOM JICUCHUHU U €KEroJHoe MH(OPMUPOBAHHOE COrIacue Ha aMOyJIaTOpHOE
KOHCYJBTUPOBAHUE U O0CTIEIOBAHUE.

3a BpeMsi JaHHOTO MCCJICIOBAHUS MPOAHAIU3UPOBAHBI U OTOOpaHbI JAaHHBIE U3
273 wuctopuit Ooneznu (48 (2016); 41 (2017); 59 (2018); 56 (2019); 36 (2020);
33 (2021), 60 amOymatopHbix KapT ¥ 383 IMOCEBOB MOKPOTHI, BKJIIOYEHHBIX B
HcclieIoBaHuE ManueHTOoB. CHMKEHHUE KOJIMYECTBAa BU3UTOB M HcciegoBanuil B 2020-
2021 rr. cBsA3aHbl C MaHJEMHUEH HOBOM KOPOHABUPYCHOM MH(EKIUU U MOCIEAYIOUUM
OTPAaHUYEHUEM OYHBIX KOHTAKTOB C MAllUEHTAMM.

[Ipu ananu3e 3a roJl TaKMX KOJMYECTBEHHBIX MOKa3aTener nanueHToB kak UMT,
O®BI, yuuThIBaIUCh JYUIIME MOKA3ATENIN 32 KaJICHIAPHBIN TO/I.

B pamkax wuccienoBaHus aHAIM3UPOBAIUCH CIydal XPOHUYECKON HHOEKIUH
HUKHUX JIbIXaTENBHBIX TMyTEeH, MPH KOTOPOM TAIMEHTHl TMOJyYaJld TIJIAHOBBIC
14 nHeBHBIE KYpPChl aHTHOAKTEPUATIBHOW TEpaAlUM COTJIACHO TEKYIIUM KIMHHUYECKUM
pekoMeHaausaM 1o JiedueHnro MB P®. Cnydan uHTEpMUTTHpYIOIEH WHOEKIIUA HE
BKJIFOYAJIMCh B UCCJIEAOBAaHUE BBUAY MHOW APaJUKALMOHHONW CXEMBI JICUEHHUS COTJIACHO
KIIMHUYECKUM peKOMeHIanusM o jedenuto MB P®. B nameii pabote Mbl IpUMEHSITH
oOmenpuHITEIE MUPOBBIM oOImecTBoM MB kputepum xpoHuueckoil mHpexnum Lee
et al. (2003), cormacHo KOTOPhIM OOHAPYKEHHS MUKPOOHOJIOIHYECKOT0 IaToreHa ooiee
geM B 50% 00pa31iioB MOKPOTHI B TCUSHHUE TIPOIIEANINX 12 MecsAIeB paclieHUBASTCs KaK
XpoHUYecKasi MH(EKIus, B cllydae BbiceBa matoreHHa meHee 4yem u3 50% oOpasios
MOKpOTBHI 3a TMpolieamue 12 MecsueB pacleHUBAETCSI KaK WHTEPMUTTUPYIOLIAs
uHpexmus. beuo BbgeneHo 14 manuMeHTOB ¢ XPOHUYECKUM  HMH(PHUITUPOBAHHEM
Achromobacter spp. m 22 mnamumenta ¢ P. aeruginosa: w3 HUX 8 MaIMEHTOB C
HEMYKOMJIHBIM IITaMMOM U 14 MalMeHTOB C MYKOUAHBIM IITaMMOM. llanueHTsl
Mojyyaiaud  JIEYEHUE  COIMNIACHO  TEKYIIMM  KIMHUYECKHMM  PEKOMEHJIAIlHSIM.
AnTuOakTepuanbHas Tepamus Ha3Hayalach IO pe3yiabTaTaM UYyBCTBUTEIHLHOCTH
BBIJICJIEHHBIX MHUKPOOPTaHu3MOB. [Ipu BbIE€I€HNH B MOKPOTE OJJTHOMOMEHTHO ABYX U
0oJiee MUKpPOOPTraHU3MOB, BBIOOp aHTHMOAKTEPUAILHOTO IMpernapara OCYIIECTBIISIICS
B 3aBUCHUMOCTH OT CBOMCTB 0o0Jjie€ PE3UCTEHTHOrO BO3OYAUTENS, a TaKXKE C y4eTOM

HpPIpOI[HOfI PE3UCTCHTHOCTH BBIACIICHHBIX IIATOI'CHOB.
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Bce manueHThl BBIMOTHSAIOT MHTAIAIHUOHHYIO TEPAIUI0 4epe3 KOMIIPECCOPHBIM
HeOynaif3ep ¢ coON0IEHUEM Mep CaHUTapHOM 00paboTku Helynai3epa mocie Kaxaoro
WCIIOJIb30BaHUS.

['eneTnyeckoe ucciegoBaHUE MAIMEHTOB, MpokuBaromux B Cankrt-IleTepOypre
BbINoNHsUIoch B HUU akymepctBa, runekonorud u penpoaykroioruu um. J[.0. Orro.
B caydae ycTaHOBKM TEHETMYECKOrO0 CTaTyca B JPYroM pErdoHe Ha MOMEHT
NOCTAaHOBKH JTMArHo3a, pe3ysibTaT YYUTHIBAJICS COTJIACHO 3aKIIOYEHHIO 10 MPOBEICHUIO
NOJIHOT€HOMHOTO cekBeHupoBanus rena CFTR.,

C 2020 r. mo 2022 r. CIIb I'bY3 I'MIIB2 kak ropojackoil MHOTONpoQUIbHBINA
CTaIlMOHAP HEOJHOKPATHO MepenpoduInpoBacs sl OKa3aHUs METUIIMHCKON TOMOIIU
nalyeHTaM ¢ HoBo# kopoHaBupycHou mHpekmueir COVID-19. Bee nanuentst MB, B
T.4. BKJIIOUEHHBIE B HACTOSIIEE HCCIIEIOBaHUE, KOTOPHIM TPEOOBAIOCH CTAIIMOHAPHOE
nedenue COVID-19 npoxonunu Kypc Tepanuul B MyJIbMOHOJOTHYECKOM OT/ICJICHUU B
NEPHUOIBI TepenpoGuInpoBaHus.

KpuTtepun BriIKO4YEHUs:

1. Tlamuentsl crapiie 18 meT 06eux Mmojos.

2. llpoxwusaromue B Cankt-Ilerepbypre u Jlenunrpaackoi obmactu.

3. YCTaHOBJICHHBI JHMAarHO3 MYKOBHUCIUIO03 COIVIACHO JUATHOCTUYECKUM
kpurepusim ECFS (European Cystic Fibrosis Society — Espometickoe o00111ecTBO
mykoBucuao3a) 2014 r. [105] u nanee oOHOBIICHHBIC cTaHAApTHl AuarHoctuku ECFS
2018 [99].

Kpurepuu He BKIIOYECHUSA:

1. Bospact menee 18 ner.

2. HexomruiaeHTHBIC TAIIMEHTHI, HE CIEAYIOIHNE PEKOMEHAIUSAM T10 JICUEHHUIO.

Kpurepun uckiaroyeHus:

1. Ilepuon HaOMrOJEHUS B IIEHTPE MYKOBUCITM103a MEHEE 2 JIET.

VYKka3zaHHBIN MHUHUMAJIbHBIN s BKJTIOUCHUS TIEPUO/T HaOJII0IEHUS

apryMEHTUPOBAaH MHUHUMAJIBHBIMH CPOKamMu 12 MecsleB YCTaHOBKM XPOHUYECKOTO
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MH(OULIHUPOBAHUSA, U HEOOXOJUMOCTBIO MOCIEAYIOUIEr0 rojia A OUEHKHU JTOCTOBEPHOMU
JUHAMUKHA MUKPO(DIIOPHI U 3PHEKTUBHOCTH JICUEHUS.
Meronbl uccaeAOBaHMs, HWCIOJB30BAHHBIE B JaHHOM MCCIEIOBAaHUHU, ObLIN

OIpeAEIeHbl MEKIUCLIUIUIMHAPHON KOMaHI0U ClIEUAIMCTOB 110 M B.

2.2 MeToabl MCCJIeTOBAHUSA

2.2.1 Obuiue memoowst ucciedosanus

1. Coop ka0, anaMHe3a U OMPOC MO CUCTEMaM M OpraHaM MpHU NOCTYIJICHUH B
CTallMOHAp U Ha aMOYJIaTOPHOM BU3HUTE.

2. OOBEKTUBHBIA OCMOTp I10 OpraHaM U CHCTEMaM.

COop anHamHe3a TMpOBOAWJICS B TMajare OTAEICHUS WIM aMOyJaTopHO-
KOHCYJIbTATUBHOM KaOWHETE MyJIbMOHOJIOTA.

B pesynbrare ocmorpa oco0oe BHHMaHHE YIEISIIOCH OIEHKE HYTPUTHBHOTO

CTaTyCa U IIpUu3HaKaM I[I)IX&T@J'II)HOﬁ HEAOCTATOYHOCTH 0O0JIBHOTO.

2.2.1.1 Aumponomempuueckoe ucciedosanue

N3mepenne wmaccel Tena NPOBOAWIOCH HA METPOJIOTMYECKH MPOBEPEHHBIX
MEIUIIMHCKUX Becax myinbMoHojorudeckoro otraeneHus Ne 2 CIIb I'bBY3 I'MIIB2.
HccnenoBanne npoBOAMIOCH B YTPEHHEE BPEMS HATOIIAK.

N3mepenune pocta NpoBOAWIOCH B MOJOXKEHUU CTOSI U3MEPUTEIBHON TIJIAHKOM 110
BEPXYLICYHOW TOYKE MPU CTAHIAPTHOM IOJIOKEHHUU T'OJOBBI. BepTHKaIbHBIN POCTOMED

YCTaHABJIMBAJICA B CPEIMHHOM BEPTUKAIBHOW IUIOCKOCTU. BO Bpemsi u3aMmepeHus pocra
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MAlMEHT Kacajicsl BEPTUKAIbHOW IUIAHKU YETBIPbMSI TOYKAMHU: 3aTHUIKOM, JIOMATKAMH,
ATOMILIAMU U TISATKaAMHU.

HyTputuBHBI CcTaTyC OLEHMBAJICS II0 II0Ka3aTear0 MHIAEKC MacChl Tela
(UMT = Bec/poct? (kr/m?): Gonee 18,5 kr/m? — HOopma; meHee 18,5 xr/m?, Ho Gonee
16 kr/M? — neuuUT Macchl Tea; MeHee 16 Kr/mM? — BbIpakKeHHbIH 1eQUIUT MacChl Tela.

HccnenoBanue pocta M Beca MPOBOAWIOCH OJHMM M TEM K€ HCCIEOBaTENIeM,
TEMU K€ UHCTPYMEHTaMHU.

[Ipu MB onenke @u3nueckoro craryca NpHAAETCI OIPOMHOE 3HAa4YEHHUE, T.K.
HU3KUI HYTPUTUBHBIA CTaTyC MOXXET ONpPEAENSITh TSHKECTh TeUeHMs 3a00JIeBaHUs, €ro

IMPOTHO3 U KAYCCTBO JKHU3HU.

2.2.1.2 I'enemuueckoe uccieoosarue

CornacHO MEXIyHapOAHBIM KIMHUYEeCKUM pexomenmanusm ECFS, a Ttakke
poccuiickomy KoHceHCycy MO MYKOBHUCHHMAO3Y PEKOMEHJIOBaHA MOJICKYJISIpHAs
JMarHoCcThKa — cekBeHupoBanue rena MBTP nio Cenrepy.

I'enetnueckoe wucciaemosanme reHa MBTP. 100% BKIIOYEHHBIX MAIlMEHTOB
TE€HETUYECKU 00CJIe/I0BaHBI: UCITIOJIb30BAHO T€HOTUIIMPOBAHUE HaubOoee
pacnpoctpaneHHbix MyTamui (30 wacteix wmyrtanmuii B Caskt-IletepOypre) wumum
MIOJTHODK30MHOE CeKBeHupoBanue reHa MBTP B ciiyuae BbIsIBIEHHS TOJBKO OJHOM
myTtauuu (meton Csurepa). Myrtamuu MBTP [-111 kitaccoB OTHECEHBI K «TSHKEIIBIMY
MyTamusaM, mytamun V-V K1accoB OTHECEHBI K «MATKUM» MyTanusM (kputepun ERCF
2001 ).

Takke BaXHO OTMETHUTh O NOHMMAHHMM BapUATUBHBIX MYTallMM Yy JaHHBIX
nauueHToB. OJHAKO MpPU OLEHKE TE€HETUKOM TPYIIbl MAlMeHTOB, BKIIOYEHHBIX B

HCCICA0BAHUC, HC OKA3aJIOCh BAPpHUAHTOB I'CHOB M3 3TOM I'PYIIIIEBI.
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2.2.1.3 Hccnedosanue gyHkyuu sHeuine2o ObiXxanus

Uccnenosanne @B/l npoBoauaoCchk B OTENEHUN (PYHKIIMOHATIBHON TUATHOCTUKU
CIIb I'bY3 I'MIIBNe 2 na OGomumetusmorpade skcrneptHoro ypoBHs MasterScreen
Body Care Fusion, Jager B coorBeTcTBUM ¢ DepepaibHBIMU KIMHHYECKUMHU
PEKOMEHIAIsAMU 10 HKCHOJIb30BaHUIO cnupomerpun Poccuiickoro PecnupatopHoro
O6miecTBa. Meroa cniupoMeTpun BbIOpaH JIJIsl OLICHKH (DYHKITMOHAIBHOTO CTaTyca, Kak
JOCTYITHBIA METO/I UCCIIEIOBAHUS, TOCTOBEPHO OTPAKAIOUIUN JIbIXaTeIbHbIE O0BEMBI.

[Ipubop B moJIHON Mepe COOTBETCTBYET TEXHHMYECKUM TPEOOBAHUSAM, MPOXOJIUI
€XKETHEBHYIO  KalMOpPOBKY  JIJIi  MCKJIIOUEHUS  yTeUKH Bosayxa. IIpoBepkwu
3a()MKCUPOBAHBI B )KypHaJIe KAJIMOPOBKHU.

Bpauom ¢GyHKIIMOHATBLHON AWMArHOCTHKU MMAIlUEHTY MPOBOJAUIOCH 3 U Oojee
TECTa AbIXaTEeJIbHOIO0 MAHEBPA, C MEPEPhIBAMU 1-2 MUH, A0 JOCTUXKEHUSA 3 TOCTOBEPHO
COMOCTAaBUMBIX TIOMBITOK, C COOJIIOJIGHHEM MPABWIBHOIO MAaTTEpPHA JIBIXaTEIbHOTO
MaHeBpA.

JlpixaTenpHbld MaHeBp — 310 wusMmepenue JKEJI Bblgoxa, korma cHavaia
BBITIOJIHSIETCSA TJIyOOKMM BIOX, 3aTE€M BBIIOX. XapakTep HapyIICHUH JIbIXaHUS
ONPEIEIISIIICA C MTOMOIIBIO TPAHUL] HOPMBI U OTKJIOHEeHUU 110 P.®D. KnemeHTy U CcOaBT.
(1986 T.).

Kpurepun kadecTBa wucclieqoBaHUN COOJIOJEHB B KaXKIOM HCCIEIOBAHUU U
MPOBEPEHbl BpadoM (YHKIIMOHAIBHOW JMAarHOCTHKU. JInms aHamm3a pe3ynbrara
VUHUTHIBATUCH Nydiue abcomtoTHeie mokaszatenu 3HadeHuin ODPB1 u ®XEJI 3a ron

COIIaCHO IIPHUHATBIM CTaHAApTaM.

2.2.1.4 Mukpobuonocuueckoe ucciedosanue

UccnenoBanack cBOOOJHOOTACNISIEMAs MOKPOTA, KaK ONTUMAJIbHBINA OnomMarepuan

UL MUKPOOUOJIOTUYECKOTO  HUCCIEJOBAHUSI PECHUPATOPHBIX HUHQPEKIUH, cOop
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U TPAHCIIOPTUPOBKA 00pa3LoB OHoOMarepuaia MPOBOAMIACHE COrJacHO MeToandecKuM
YKa3aHUSAM MO MUKPOOHMOJOTrMYECKON TUArHOCTUKE WH(EKUUN IbIXaTeNbHBIX MyTEH y
MallMEHTOB ¢ MyKoBHUCcIHI030M 2019 r.

Yactota MUKpPOOHOJIOTMYECKOTO OOCJEIO0BAHUS PECHUPATOPHBIX HHGMEKIui y
nanueHToB ¢ MB cocraBnsina 1 pa3 B 3 mecana. OCHOBHBIM METOJOM JIHAarHOCTUKH
XPOHUYECKON pecrnupaTopHOl MHGEKIHN SBISUICS KyJIbTYpaJbHBIA METOJl C TOCEBOM
pecnupatopHbiXx 00pa3lloB Ha HECEJNEKTUBHBIEC, CEJIEKTUBHBIE U XPOMOTEHHBIE
NUTaTeNbHbIE Cpellbl  (PEKOMEHAYEeMble IMUTATEeNbHbIE CPeabl JJIi  OCHOBHBIX
ATUOJIOTUYECKH 3HAYMMBIX MUKPOOPTraHU3MOB pecrupaTopHbix nHexuuii npu MB [39,
42]). BbisiBneHue TpaMOTpHUIATENbHBIX OaKTEepHil, MACHTUPUKALUSI KOTOPBIX MOXKET
BbI3BbIBATH  TpyaHoctu:  Achromobacter  spp.,  Burkholderia  spp.  [84],
UACHTU(PUIIMPOBAHBl METOJAaMU MOJEKYJISIPHON HIEeHTU(UKAIUN (BpEeMSIIpOJeTHAS
macc-cnektpomerpus ~ MALDI-TOF  MS).  Omnpenenenrie  4yBCTBUTEIBHOCTH
MUKpPOOPTaHU3MOB, BBIJICJICHHBIX OT malueHToB ¢ MB, k aHTHOakTepuanbHBIM
npernapataM ¥ HMHTEPHpPETAlUdI0  Pe3yldbTaTOB IMPOBOJIWUIM B COOTBETCTBHUU C
Knunnyeckumu pEKOMEHIAIUSIMU «OmnpeneneHue YYBCTBUTEIHHOCTU
MHUKPOOPTaHU3MOB K aHTUMHUKPOOHBIM mpenaparam 2019 r.» [40, 41].

Wnentudukanms OGaxrepuii Komiuiekca B. cepacia sBisercss MHOTOSTAlHON |
€MHCTBCHHOW B TIpaKTHUKE, TIJe HeoO0XoauMa KOMOWHAIMS (PEHOTUIUYECKUX U
TeHOTUIIMYECKUX METOJIOB, T.€. HCIONb30BAaHUE TMONU(PAZHOTO TAKCOHOMHYECKOTO
IIO/IX0/1a.

deHOTHIHYECKH CI0XHO uiaeHTHuImpoBaTh Achromobacter spp. OueHs gacTo
Achromobacter spp. 710XHO IHArHOCTHPYIOT Kak Bcc B CBS3U € (DEHOTHIHMYCCKUM
cxoacTBOM ¢ BcC mpu kynmbTuBHpoBaHuU Ha 5% KpoBsSHOM arape u poctoM Ha BCSA-
CEJIEKTUBHOM 1Is1 Bee cpene. Jlns moATBepKACHUS MPUHAIJIEKHOCTH OaKTEpUH K BUIY
Achromobacter spp. HeoOXOAMMO HCHOJB30BATH OHMOXMMHYECKHE TECT CHUCTEMBI,
nanpumep APl 20 NE (BioMerieux), MALDI-TOF u TILP ayis BeIABICHUS JIOKyca B
16S pJAHK co crnenmuduaeckumu mnparimepamu [53]. TouHocTh wuIeHTH(HUKAIIAN

MUKPOOPTaHU3MOB MPU UCHOJIB30BAHUU PA3TUUYHBIX METOJI0B MeTo1bl UIeHTHU(UKAIIUN
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Muxkpobuonornueckuii MonekynspHo-renetnueckuit — I[P co cneuunduueckumu
npaitmepamu MALDITOF.

Ouenka pesynbTata uaeHTU(UKanuu ¢ ucnoib3doBanueM MALDI-ToF wmacc-
CHEKTPOMETpa MPOBOAMIACH ABTOMATUYECKU C MOMOIIBIO MPOrPaMMHOI0 00ecreueHus
MALDI Biotyper RTC no ypoBHio ko3ddunmenta cornanenus (Score) ot 0 g0 3, npu
stoM  uaeHTudukamus npu  ypoBHe  0,000-1,699  paccmarpuBaimachk — Kak
HU3KOJIOCTOBEpHAs, MACHTU(PHUKALMS 10 POJa BBHICOKOJOCTOBEPHAs] MPHU 3HAYCHUSX —
1,700-1,999, unentuduxanus BICOKOJAOCTOBEpHas A0 Bujaa npu 3HaueHusx — 2,000-
2,999, B COOTBETCTBUHU C PEKOMEHIALUIMH MPOU3BOAUTENSI 000pyAoBaHUs. Breiienenue
OeIKOB JIJIsl aHaJIM3a TeTepOreHHOCTH nonyJsiiuu mrtamMoB Burkholderia spp., a taxxke
M3yUYCHHS WIACHTUYHOCTH OCJKOBBIX mMpoduiieil mramMmoB P. aeruginosa, mpoBOHIOCh

C MCMOJIb30BAHUEM METOA IKCTPAKIIMU MYPAaBbUHOU KHUCIIOTOM.

2.2.2 Oocneoosanue na COVID-19

Jluarno3 ycranaBmuBayicsi Ha ocHoBaHum II[P Ttect ma sars CoV2 wiun
BbIsIBJICHUS TuarHoctuyeckoro ypoBHs IgG k SARS CoV2 uepes 2-3 Henenu oT crapra
CUMIITOMOB. TskecTh TeueHus ompenelisuiach corlacHo BMP. Tepanusa HaszHawanach
coriacHo TekymuM BMP. TIpoBoaniiock nucTaHIMOHHOE aHKETUPOBAHUE 0 TelaehOoHy
COTJIaCHO OIPOCHHWKY 10 HOBOW KopoHaBupycHo wuHbpeknuu COVID-19 nns
nanuentoB MB ECFS.

[TaeHThl, MPOXOJMBIIME CTAMOHAPHBIA KypC JIEYEHHUs, MOJy4Yald €ro B
MOJIHOM 00beme corjacHo TekymuMm BMP mno neueHuiro HOBOM KOpPOHABHPYCHOM

unpexuu SARS CoV2.
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2.2.3 CmamucmuuecKue memoowl UCC1E008AHUS

Cratuctuyeckyro  0O0paOOTKYy MOJYYEHHBIX PE3yJbTaTOB  MPOBOJIUIU  C
MCITIOJIb30BAaHUEM METOJI0B apaMETPUUECKOU U HEMapaMeTPUIECKON CTaTUCTUKU.

OnucaTenbHasi CTaTUCTUKA MO KOJIMYECTBEHHBIM JaHHBIM IPEICTaBIE€HA B BHJIE
cpeaHero u ctangaptHoro oTkiioHeHus M (SD) B ciiyuae HOPMATBHOTO pacIpe/Ie/ICHuUs
WIIM MEJIMaHbI, TIEPBOTO U TPeThero KBapTuiei B ciydae Me (Q1; Q3) HerayccoBckoro
pacnpeneneHusi. [Ipy 3TOM ecnu 1o JIOTHKE U3J0KEHUS TpeOOBAJIOCh CPaBHUTH
3HAUEHHUs MEXIY IpynnaMu U, XOTsS Obl OJJHO BBIOOPOYHOE pacmpejeseHue He ObuIo
HOpMaJIbHBIM, TO ONUCATENIbHAsl CTATUCTUKA JIJISi BCEX TPYMN MPEACTABISIach B BUJE
Me (Q1; Q3). HopManpHOCTh IpOBepsiach MpH momoriud Kputepus Koamoroposa —
CmupHoBa.

[IpoBepka rumore3 [jsi HOMHUHAJIBHBIX 3HAYEHUH (I0JI) MPOBOJMIIACH TIPHU
MOMOIIY KpUTEpHsl XU-KBaapar. sl KOIMYECTBEHHBIX 3HAYCHUH, MpU CpPaBHEHUHU
pa3HbIX TpPYyMI, ecid 00e BBIOOPKU pacIpeiesieHbl HOPMalbHO, TO TMPUMEHSIICA
kputepuit CThIOJIEHTa, €CIM XOTs Obl OJjHa ObLIa HEraycCOBCKOW — KpuTepuid MaHHa-
Yutau. Jlng  3aBUCHUMBIX BBIOOPDOK B Cllydae HOpPMAaJbHBIX pacrpeneieHuin
UCIIONBb30BAJICST mapHbId Kputepuid CThIOJICHTa, B IPOTUBHOM ClIydyae — KpUTEpPHUM
BunkokcoHna.

IIpu mpoBepke IMnoTe3 JOCTaTOYHBIM YCJIOBHUS OTKJIOHEHMSI HYJIEBOW TMIIOTE3bI
ABJSUIOCH P-3HaueHune, MeHbiee 0,05 ¢ yderoM MONpaBKM Ha MHOKECTBEHHbIE
cpaBHeHHUs: 1o Metoay Xonma-boudepponu ¢ rpammmamu 0,017, 0,033 u 0,05 mns
YIOPSIOYEHHBIX P-3HAYEHUN.

Craructuueckass oOpaboTka Marepuana BbIONHsIack Ha DOBM ¢ moMouisio

nporpammbl Microsoft Excel 365 u makera craructnaeckux mporpamMm SPSS.
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I'naBa 3
PE3YJIBTATBI COBCTBEHHbBIX I/ICCJIEI[OBAHI/Iﬁ

B uccnenoBanuu npunsim yuactue 60 B3pocibix 00iabHEIX ¢ MB, 16 manueHToB
W3 O9TOr0 4YHCiIa TEPEHECIH B JajbHEWIIEM HOBYIO KOPOHABUPYCHYIO HH(EKIIHIO
COVID-19 u 6ynyTt npeacTaBieHbl OTACIBHO. 3a MIECTUICTHUNA TIEPHOJT HAOIIOCHUS
O GonbHBIX yMepiid, 4YTO cocTaBisieT 15% oOT BBHIOOPKM BKIIOUEHHBIX OOJBHBIX,
53 manuenTa xuBbl Ha 2021r. CoxpaHeHue Takoro 00bémMa BEIOOPKH K KOHILY Mepuoja
MICCTUJICTHETO HAOJIOZCHUS TIO3BOJIAET JiejaTh BBIBOJBI O PENPEe3eHTATUBHOCTH

MpCaACTABJIICHHBIX TaHHBIX.

3.1 Xapaxkrepucrtuka nanueHToB Cankr-IlerepOypra u Jlenunrpaackoii odaacTu

3a nepuona 2016-2021 rr.

3a BpeMs HaOmogeHus ¢ 2016 roma KOTMYECTBO B3POCIBIX OOJBHBIX HMEIIO
TEHJICHIIMIO K YBEJIHMYCHHIO, KaK 3a CYeT Iepexoja OonpHBIX MB 1o mocTtmkeHuio
COBEPIICHHOJICTHS U3 JIETCKOTO IIEHTpPa BO B3POCIYIO JICUEOHYIO CETh, TaK M 3a CUET
JMAarHOCTUKUA BIIEPBBIC BBIABICHHOTO MB y manumeHToB yXe BO B3pPOCIOM BO3pacTe

(Tabmuma 1).

Tabmuma 1 — O6mee yucino B3pocibix 00abHBIX MB B CII6 B mMcciemyeMbIii Iepro
2016-2021 rr.

Iloka3zaTeJb 2016 2017 2018 2019 2020 2021
O01ee yucio 26 31 41 49 57 53
Kupbl 25 31 41 47 53 51
Ymepnu 1 0 0 2 4 2
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KonnuecTBo B3pOCIHBIX NAaMEHTOB ¢ MyYKOBUCLM030M B PETMOHE BBIPOCIO C 26
no 57, B 2,19 pa3 (ma 119%) 3a 6 net ¢ 2016 mo 2021 rr. Myxuun — 33 4denoBeka
(55%), xenmuu — 27 yenoBek (45%). HamGonbiime Temmbl NpUpOCTa MAIIUEHTOB
HaOmonanuce B 2018 1. (+10 mammentom), 2019 r. (+8 mammentoB) u 2020 .

(+8 marueHToB).

Tabnuia 2 — CpenHuil BO3pacT yCTaHOBJICHUS IMAarHO3a B3pOCbiX 001pHEIX MB

Bo3spacT ycraHoBieHust 1uarnosa, rojibl PesynbTaT
M+SD 11+1,54
Me (IQR) 8,69 (11,99)

Cpennuii BO3pacT yCTAHOBIICHUA AuarHosa coctaBui 11 ser, meauana 8,69 ner
(Tabmuma 2), TakuM 00pa3oM, OOJIBIIMHCTBY MAIMEHTOB JHMArHO3 OBLI YCTAaHOBJIEH B
JIETCKOM BO3pacTe.

[Ipu orneHKe NTMHAMHMKK BO3PACTHOM CTPYKTYpHI MO rojaM (pucyHOK 1) oTMedeH
HEYKJIOHHBIM POCT CpEAHEro BO3pacTa MalMeHTOB ¢ 27 1o 29 ner, mapajuiesibHO C
€XKETOJIHBIM YBEJIIMYCHUEM BBIOOPKH TallMeHTOB. Takke oOpamaer Ha ce0s BHUMaHUE
HajJuyuMe 2-X TalMEHTOB IMEHCUOHHOTO Bo3pacta 62 u 64 ner Ha 2021 r. cpeaum
B3POCJIBIX MTAMEHTOB ¢ MB.

[Ipu ananu3e AMHAMUKHU BO3PACTHOM CTPYKTYpHI IO rojam (pUCyHOK 1) oTMeueH
POCT MHTEPKBAPTWJIHLHOI'O pa3Maxa Bo3pacTa MalMeHTOB eXeroaHo, Tak B 2016 T.
HaOmomanace mamueHtsl ¢ 20 mo 31 roma, k 2021 1. mokaszarenb YBEIWYWICS U
coctaBui OT 25 10 36 jer.

Takum 00pa3oM, 3acyeT €XEeroJHOro MPUPOCTa KOJMYECTBAa MalMEHTOB MPHU
Mepexojie U3 JAETCKOW CETH BO B3POCIYIO CE€Th, BO3PACT MJAIIIETO MalleHTa BhIOOPOK
coxpansiercs B nuamnaszone 18-19 ner ¢ 2017 mo 2021 rr., a UHTEPKBAPTUIIBHBIA pa3mMax
BO3pacTa MaIMEHTOB MPOMOPIHOHAIBHO €XKEeroaHo pacteT. CaMblii MHOTOYUCICHHBIN

ITyJ1 TAMEHTOB 34 BECh MEPUOJT UCCIEAOBAHUS COCTABIIAI MALIMEHTHI OT 22 10 32 JerT.
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Pucynok 1 — JlunaMuka BO3pacTHOM CTPYKTYPhI B3pOCbIX 001bHEIX MB 110 To1am

3a mepuosa HabOmoneHHs Haubosee CTAaOUIBHOM MO YMCIEHHOCTH OKa3anach
rpynmna 18-23 ner (pucyHok 2), Bce Japyrue 4 TpyIIbl TPOJEMOHCTPUPOBAIU
yBEIIMUEHUE YHCICHHOCTH €XeroaHo, ocobeHHo rpymnma 42+ c¢ 2020 r. roma. Yto
JIOKa3bIBAET YyBEJIMYEHUE 4YHCIIa OOJIbHBIX, KaK 3a CYET OXKUIAEMOro Iepexojaa
JTUArHOCTUPOBAHHBIX MAIIMEHTOB M3 JETCKOW CETH BO B3POCIYIO, TaK U BBISBICHUE Y

narenToB MB B Bo3pacTHbIx rpymnmnax 24-29 net, 30-35 net, 36-41 ron u rpymnme 42+ ner.
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Pucynoxk 2 — KosinuecTBO ManiMeHTOB BO3PACTHBIX TPYIIII

B3pOCIBIX 001bHEIX MB 110 TO1am
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B Tabnuue 3 nNponeMOHCTPUPOBAHBI AOCOIIOTHBIE 3HAYEHHs KaXkIO0ro roja
HaOJII0IeHUE, B pe3yibTaTe ObUI ONpEAEeH HEYKIOHHBIA POCT KOJIMYECTBA U BO3pACTa

MMaMeHTOoB Beex rpym 24-29 net, 30-35 ner, 36-41 rox u takxke 42+ ner.

Tabnuua 3 — OCHOBHBIE AMUAEMHUOJIOTHYECKUE MOKA3aTeNN B3pOCIbIX nanueHTo MB

B 2016-2021 rr.

KoaunuecTBO 2016 2017 2018 2019 2020 2021
NMAIIHEHTOB 26 31 41 49 57 53
Bospacr, ner 26,78+ 26,77+ 27,82+ 27,93+ 29,77+ 31,33+
M+SD 1,71 1,54 1,35 1,25 1,26 1,33
Me (IQR) 24 (8,73) | 24 (8,59) | 25 (8,66) | 26 (8,79) | 27 (9,58) | 29 (9,68)

PecnupaTopHas pyHKIus
58,09+ 55,31+ 54,82+ 53,91+
M+SD
O®BI, 4,83 4,48 4,45 4,44
% JITOJDKH. 46 45 42,6 41,7
Me (IQR)
(30) (29,39) (31,17) (29,81)
75,02+ 72,83+ 74,82+ 12,24+
M+SD
OXKEJI, 3,76 3,90 3,59 3,48
% JTOJDKH. 70 67 68 66
Me (IQR)
(23,51) (25,62) (25,19) (24,75)
HUMT, kr/2
20,56+ 19,14+ 20,02+ 19,81+ 19,77+ 20,12+
MzSD
0,69 0,72 0,52 0,45 0,45 0,58
20,71 18,10 19,45 19,60 19,67 20,23
Me (IQR)
(3,47) (3,25) (3,34) (3,38) (3,35) (3,41)

B nunamuke 3a 6 jet HaOmogaeTcs yBEIWUCHHE CpeaHero Bo3pacta: 26,78 roga
+1,71 (2016 r.) mo 31,33+1,33 net (2021 r.), yTO TaK»ke OTPA3UIOCH B POCTE MEIUAHBI C

24 no 29 net 3a uccnexyemoie 6 net (Tabauia 3).
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IIpu ouenke pecnupatopHol (yHkIMM 1o nokazareno OPB1 ormeueHo
MIPOrPECCUBHOE yMEHbIIEHHE cpenHero nokasarens ¢ 58,09% (2018 r.) go 53,91%
(2021 r.) Bo Bceili BrIOOpKE. B TO Bpems kak cpeaHee 3HaueHue mokazatenss OXEJI
M3MEHUJIOCh MEHee 3HaYuTeNbHO ¢ 75,02% (2018 1.) mo 72,24% (2021 r.).

HyTputuBHBIA cTaTyc HCCIEAyeMbIX MAallMEHTOB HE MOABEPrcs yOeAUTEbHBIM
W3MEHEeHUAM: Meanana 3HadeHui UMT octaBasace mMpuMEpHO OAMHAKOBOM 3a MEPUOL
Haomoaenus: 20,71 (2016 r.), 18,1 (2017 r.), 19,45 (2018 r.), 19,60 (2019 r.), 19,67
(2020 1.), 20,23 (2021 r.) COOTBETCTBEHHO.

[Ipu ananmze pe3ynbTaToB (PUCYHOK 3) B TPYMIE «TKEIBIX» TEHOTUIIOB
CpeIHUI BO3pacT BbISBICHUs 3a00jeBaHusl ObLI MEHbIE U cocTaBui 3,44 rona, B TO
BpeMsi Kak B rpynmne «Msrkux» reHorunoB 11,58 mer. Taxxke oOpamaer Ha cels
BHHMaHHE 3HAUYMTENbHBIN pa30poc Bo3pacTa BbisiBIeHUs 3a0oneBanus ot 0 no 39,6-43
ner B o0eux wuccineayeMmbix rpymnmnax. OgHako Bo3pacT BepuUKAIMU TUarHo3a
JIOCTOBEPHO OBLI BBIIIE B TPYNIE OOJIBHBIX C «TSHKEIBIMUY T€HOTHUIIAMU B CPABHEHUU C

TPYIIION «MSATKHX» T€HOTHUIIOB.
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Pucynok 3 — Cpennuii Bo3pact BbisiBiieHuss MB
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CpenHnii BO3pacT B3pOCIBIX MALMEHTOB C MYKOBHUCLHIO30M OTKA3aJICS BBILIE B
rpynme MsArkux myranuii 31,6 nmer, B TO BpeMs Kak B TPYIIIE TSKEIbIX MyTallHi

28,3 net (pucyHox 4).
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PI/ICYHOK 4 — CpeI[HI/Iﬁ BO3pAcCT MMalUCHTOB C «KMATKUM» U «TAXKCJIbIM) I'CHOTHUIIOM

HarnsgHo oTpakeHO B AMHAMUKE (PUCYHOK 5) pOCT KOJHWYECTBA MAlMEHTOB B
BO3pacTHBIX Tpynmnax 24-29 ner, 30-35 neT cpean «MSATKUX» T'€HOTUIIOB, B TO BpeMs
KaKk B TPYIIE «TSHKEIBIX» TEHOTUIIOB HAOII0anoCch 3HAYUTEIBHO CHIKEHUE
KOJIMYECTBA IMAIMeHTOB B JWHaMuke: ¢ 14 manueHToB B rpynme 24-29 ner no
0 manmenTtoB B rpymre 36-41 ner.

He Obuto BBISIBICHO pa3nuuuil B TEHIEPHOU CTPYKTYPE B3POCIBIX MAIMEHTOB C

MB, KOJIMYCCTBO MYJKUMH M KCHINWH JOCTOBCPHO HC OTIIMYAJINCHh BO BCCX BO3PACTHBIX

rpynmnax (pUCyHOK 6).
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3.2 I'eneTnyeckas XapaKTePUCTHKA MAINHCHTOB ¢ MYKOBHCIIH/1030M

OxBat reneruyeckoro obcnenoBanuss B Caukr-lletepOypre u Jlenunrpaackoi
oOnactu camblii Beicokuid B PD u cocraBisiet cornacHo peructpy MB 2021 r. 99%. Bcee
oOcnenoBaHHble O00JbHBIE MB, Bomenmue B 1aHHylO0 paOOTy, IPOUUIA T€HETHYECKOE
UCCleI0BaHue, ObUIM BBISIBIEHBI 2 MATOJOTMYECKHE MYTAallUH, ACCOLUHUPOBAHHBIE C
pazsutueM MB (100%).

[Ipy aHanM3e reHeTMYecKOro craryca MalMeHTOB 3aKOHOMEPHO MpeobiiajiaHue
«TSDKENBIX» TeHOTUNOB (55%) (pucyHok 8), ogHAKO BbIABICHHAs OIS 45% «MSATKUX)
IreHOTUIIOB B PETrHOHE OKa3ajach BbIlIEe cpefaHero mnokasarenss PO 36,7% cornacHo
peructpy MB P® 2021 r. «Msrkuii» reHoTHNn B3pOCIibIX MainueHToB MB B peruone
XapaKTepU3yIOTCs 3HAYUTENbHBIM pa3zHooOpasueM u B 30% SBISIOTCS YHUKAIbHBIMU

st C3DO (pucyHok 7).

= R334W

= 3849+10kbC-
=T

nE92K
L138ins

m S945L

m 2789+ 5G=A

= Jlpyrue

Pucynok 7 — CTpyKTypa «MSTKHX)» T€HOTHIIOB



60

VYCTaHOBIEHO  CHEAyIOIIee  pACIpeleieHHe  NaUeHTOB € «MSATKUMK»
reHotunamu: R334W — 4 (15%), 3849+10kbC->T — 4 (15%), L138ins — 3 (11%),
E92K — 4 (15%), S945L — 2 (7%), 2789+ 5G>A-2(7%).

Y 8 mnanmentoB (30%) uMeeTCs YHUKAJIbHBIA [Ji1 PETHOHA THUIl «MSTKOTO
reHoTuna B3pocibix manueHToB MB wa wmoment 2021 r. (D1152H, L1093P,

p.Lys1468Asn, F1286S, Q98R, 4022insT, -461A-> G, E217G).

® "TAMenbid" reHoTUN B "MArKUI" reHoTUn

PI/ICYHOK 8 — COOTHOIIEHHUE «TSHKEIBIX» / «MATKUX» T€HOTHIIOB

Cpenu ob6cnenoBaHHbIX Tpeobnamanu mytaruu F508del/ne F508del — 63,4%,
nanee cnepoanu mytanuu He F508del/ne F508del — 25%, u camyro manyio rpymnmy

COCTaBWJIW TIAIIUEHTHI ¢ TeHOTUIIoM romo3urota o F508del — 11,6% (Tabnwuma 4).

Tabnuna 4 — Yacrota romo3urot u rerepo3urot o F508del u renotumnos 6e3 F508del

508del/F508del F508del/ue F508del He F508del/ne F508del
7 (11,6%) 38 (63,4%) 15 (25%)
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[Ipu pacnpenencHuy BHIOB TEHOTHIA IO BO3pacTaM OTMEUYEHO YMEHBIIICHUE
koryecTBa romo3urot mo F508del B Bozpacte 10 30 et (pucyHok 9), 4TO CBSI3aHO CO
CMEPTHhIO YaCTH TMAIMEHTOB B ATOM BO3pacTe B HCCIEAyeMOW BbIOOpKe. ['pymma
renotunoB F508del/ne F508del mpencrtaBineHa B cpeaHeM Ha OJHOM YPOBHE BO BCEX
rpynmnax HaOmoneHus. VckiaioueHue cocrtaBiseT Bo3pacT 36-41 roja, MalMEHTHI
KOTOpOM mpescTaBieHbl ToJbko reHotunamu He F508del/ne F508del u o6ycrnoBneHsl

MaJIOYHCIIEHHOCTBIO JJAHHOW IPYIIIBI B HALLIEW UCCIEAyEMOM IPyIIIe ITAlMEHTOB.

100%
90%
80%
70%
60%
50%
40%
30%
20%
10%

0%

18-23 24-29 30-35 36-41
Bospact, et

KonauectBo nannenTos, %

W F508del/F508del M F508del/He F508del M He F508del/He F508del

Pucynok 9 — Pacnipenenenue romo3urot u retepo3urot mo F508del

u reHoTunoB 6e3 F508del B 3aBucuMocTH OT Bo3pacTa

BonbmMHCTBO MHAalMEHTOB ¢ XpoHWYecKuM wuHpuIupoBanueM P. aeruginosa
mucoid u Achromobacter xyl. umenu «rsokenwiii»y rteHorun 71,4% u 64,2%
COOTBETCTBEHHO (Tabimiia 5), B TO BpeMs Kak MalHMEHThI ¢ HEMYKOHIHBIM IITAMMOM

P. aeruginosa MMeIn «TSKENbIN» TeHOTUIT TOJIBKO B 37,5%, 4TO JOCTOBEPHO HIIKE, YeM

B IPYTUX ABYX Ipynmnax.
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Tabmuua S5 — T'eHeTmyeckuid CTaTyc B3pOCHBIX MALKUEHTOB C XPOHUYECKUM

uH(puuupoBanueM ocHoBHbIX HOI'Ob

IMapameTtp «Tsenstit» renorun (%)
Xp.uadpunuposanue Achromobacter xyl. 64,2%
Xp.uadunuposanue P. aeruginosa mucoid 71,4%
Xp.uadunuposanue P. aeruginosa 37,5%

3.3 MukpoOuoIornyecKasi XapaKTepUCTHKA NMALUEHTOB ¢ MyYKOBUCIIM/I030M

3a nieproa uccnenoBanus ¢ staBaps 2016 1. o aexadpb 2021 1. oT 60 B3pOCTBIX
naiueHToB ¢ MB Ob110 mostydeHo B 00111eH CII0KHOCTH 685 MpoO MOKPOTHI.

Ha pucynke 11 mnpuBeneno rpaduueckoe uU300paKeHUE IUHAMHUKU
pecniupatopHoil Quiopsl 3a MEpUO] HAOMIOACHHUS S5 JeT y €AWHOW TpYIIbI
HaOmoAeHus narueHToB (n=24) B Bo3pacte 19-29 net. [IpoBoauMmelii B TedeHue 5
JeT ydYeT [AWHAMUKA MHUKpOQIOphl MOKa3al 3aKOHOMEPHYIO BEAYIIYI0 pPOJb
XPOHMYECKON CHHErHOWHON wH(pekiuu P. aeruginosa, koropas Oblia BBISBICHA Yy
50,0-58,3% mamnuentoB. CuHerHolHas MH(EKIMs CUMTACTCS XpOHWUYECKoM, eciu P.
aeruginosa uaeatudunupoBanack 6onee yem B 50% 00pa3oB MOKPOTHIB TeueHUE |
roja. BeiceB cunTaeTcss MHTEPMUTTUPYIOLIUM, €CIIM B TEUECHHE MPEIIIECTBYIOIIETO
rojia BO30yIuTeNb 0OHapykuBajicsa MeHee 4yeM B 50% oOpa3IioB MOKPOTHI.

[Ipn aHamm3e WHTEPMHUTTUPYIOMIETO BHICEBA CHUHETHOWHOW WH(MEKIIUU
HaOJIIOIaIOCh ITOCTENEHHOE CHHJKECHHE BBIABIIeMOCTH ¢ 16,6% mo 0,04%, 4dro
SIBJISIETCSI XapaKTEPHOW NUHAMHUKOM I B3pociabix nmanueHToB ¢ MB. Kak nokazano
Ha pucynke 10, ¢ 2018 r. OoTMEYEH TPEBOXKHBIM SKCIIOHEHIUAJIBHBIA POCT
A. xylosoxidans 6oinee uem B 2 pasza — ot 4 (16,6%) no 9 namuenTos (37,5%) B naHHOU
BBIOOpKE, a TAKKE COXpPAaHEHHUE aHAJIOTMYHOUN BBICOKOW J0JU BO30yauTeNst B oOuIei

CTpYKType B nocieayroiiem 2019 r.
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e=@==/chromobacter xyl.

Pucynoxk 10 — JIlunamuka pecriupaTopHoii (JIopsl eAMHOMN BeIOOpKH (N=24)

B3pocibixX manueHToB MB CI16

He BbisiBIeHO 3Hauummou paszuunbl (p>0,05) mo Bo3pacTy HNAIMEHTOB B
rpymnmnax ¢ XpOHHYECKO#N cuHerHowHoi mHpekmueir nu Achromobacter spp., meauana
BO3pacTa cocTaBujia 26 u 28 €T COOTBETCTBEHHO.

B ornomenun Burkholderia spp. wHaGmromaics MEHBIIHI POCT BCTPEYACMOCTH
BO30YyAUTENS, MAKCUMAJIbHO cocTaBUBIINM 10 16,6% B 006111€#1 HOJTIE, B TO BpEeMs Kak
noka3arenb MRSA coctaBui ot 8% 10 12,5% 3a 5 jmet HaGmr01eHUS.

Crnenyer 3aMeTUTh CUMMETPUYHOE CHIDKCHHE KOJUYECTBA MAIMEHTOB B KOHILY
nepuoja HaOMIOJCHHWS B Tpymmax OONbHBIX, WHOUIIMPOBAHHBIX CHUHETHOWHOMN
nHpeknuerd u Achromobacter spp., 4To Mbl 00BSCHIEM CMEPTBHIO MAIIMEHTOB UMEHHO B
THX 2 MUKpPOOMOJIOTHYECKUX Tpymmax: 3 0oipHBIX W3 rpynmsl Achromobacter spp.
ymepnu B 2020 r., Takke Kak ¥ | ManMeHT W3 TPYMIBl XPOHUYECKON CHHETHOWHOUN
nHpexunn. Bece morubnu ot nporpeccupoBaHusi OCHOBHOTO 3a00seBaHusl. B KoHTeKkcTe
00CYXXJIEHUSI CMEPTEIbHBIX HCX0J0B B mepuoa mnanaemuun COVID-19 B 2020 r.

HEOOXOJUMO YTOYHHTh, UYTO KJIMHUYECKas KapThuHa y 4 yMepuIuX NalueHTOB Oblia
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XapakTepHa  JUIA TSKEIIOTO obocTpeHus MB, BBI3BAHHOT'O TSIKEIIOU
IrpaMOTPULATENBHON OakTepuanbHON MH(EKuueld, U He COOTBETCTBOBAJIA KIMHUKO-
PEHTI€HOJIOTMYEeCKUM TMpU3HaKaM KopoHaBupycHod uHpexuuu COVID-19. Takxe Bce
4 mormOmux B ATOT MEPHOJ TMAlMEHTa MPOXOAWIM HEOJHOKpaTHOE J1abopaTopHOE
uccleoBaHue Hazo(apuHrealbHbIX Ma3KOB METOAOM MOJIMMEPA3HON 1EMHOM peaKiuu
Ha SARS-CoV-2 B mnepuoa o0OCTpeHMs, NPUBEAUIETO K JIETaIbHOMY HCXOOy, W
pe3yabTaThl TECTOB OBUIM OTPUIATEIILHBIMU BO BCEX CiiydasX. Takum oOpa3zoMm, camas
BBICOKAsI JICTAIBHOCTH HaOII01aachk B rpyime 6onbHbIX ¢ Achromobacter spp. — 12,5%
K MATOMY ToAy HaOJIOJIeHUs, B TPYyIIEe XPOHUYECKOW CHHETHOWHOW HHGEKIMU OHa
Obl1a MEHbIIIE, YeM B TepBOM,u coctaBmia 4,1% k nmsaTomy rogay HaOJIrOACHUSI.

Ha pucynke 11 npencraBieHa BHUAOBas CTPYKTypa PpeCHUpPaTOPHOU
Mukpodopsl Bcex 60 B3pocnbix nanueHToB ¢ MB, nabmrogaBmuxcs B mneHtpe CIIO6
I'bY3 «I'MIIb Ne 2» 3a mepuon 2016-2020 rr., ¢ yd4eToM €XErogHOTO pocTa
KoJum4ecTBa nmarueHToB. Yacth u3 Hux (18 yenosek (70,8%) OT BCeX HOBBIX MAIIUEHTOB
3a niepuon 2016-2020 rr.) mepenuin U3 JAETCKON CETH, YacTh — IMOCTYNHJIM HAa YYeT B
IIEHTp TPU MEPBUYHOM BBHISBIICHHHM 3a00jieBaHUs BO B3pociaoMm Bo3pacte (B 2018 .
1 maruent B BOo3pacte 35 ner, B 2019 r. 3 nmanuenta B Bo3pacte 21, 30 u 41 roxg
COOTBETCTBEHHO) WJIM IO MpUYMHE Mepee3aa nmaueHToB ¢ MB u3 apyrux peruoHoB PO
C YK€ yCTaHOBJIEHHBIM JMAarHo3oM B Bo3pacte miaiiie 18 yer, HaOIIOMaBIIUXCS 10

sToro B apyrux mneHtpax MB (mo 1 mnamumenty B 2016, 2017 mw 2019 rr.

COOTBETCTBEHHO).
o 30 24
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M P.aeruginosa Achromobacter xyl. Burkholderia cepacia complex MRSA

Pucynok 11 — Jlunamuka xpoHnyeckoid uHpeKIuu B3pocibix namueHtoB CII6 u JIO
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CaMbIMH YaCTBIMH MHUKPOOPraHM3MaMHU B TIOCEBaX B3POCIBIX maireHToB MB u3
KIMHAYECKH 3HAYMMBIX sBHIKMCH P.aeruginosa, Achromobacter xyl. u B.cepacia

complex (tabmnuna 6).

Tabnuua 6 — CTpyKTypa U30JIATOB MUKPO(DIIOPHI, BBIAEICHHBIX U3 MOKPOTHI B3POCIIBIX

narueatos MB CI16 u JIO

Mukpoopranusm % wn30sATOB
S.aureus 31,6%
P. aeruginosa 28,1%
Achromobacter xyl. 9,8%
B. cepacia complex 4,1%
S. maltophilia 2,1%
Serrata marcescens 2,1%
Acinetobacter spp. 2,1%
Hpyrue HOI'Ob 1,6%
Klebsiella pneumonia 4,7%
MRSA 3,7%
Neisseria subflava 2,8%
Aspergillus spp. 1,9%
Candida spp. 5,4%

O6mas qons HOI'Ob u3 Bcex BBIACICHHBIX W30JIATOB COCTaBWIIA 3HAUYUTEIHHYIO
qacte 49,9%. Hons Achromobacter spp. cocraBuna 9,8%, 4ro sBIsieTCS CaMbIM
BBICOKMM I10KAa3aTeJIeM B CPABHEHUM C APYTUMU peruoHamu PO.

IIpu ouenke crpyktypsl BbiAeneHHBIX H®PI'Ob oTmedeno pa3zHoobOpaszue
MaTOreHHBIX BHJOB, BBIICIACHHUEC TakuxX peakux BuaoB kak Ochrobactum anthropi,

Shewanella algae (Tabmuma 7, pucynok 12).
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Tabmumna 7 — Ctpykrypa nzonstoB HOI'OB B3pocnwsix narmuentor MB CII6 3a mepuoj
2016-2021 rr.

Muxkpoopranusm % W30/IITOB B peruoHe
P. aeruginosa 57,1%
Achromobacter xyl. 20,0%
B. cepacia complex 8,4%
S. maltophilia 4,2%
Serrata marcescens 4,2%
Ochrobactum anthropi 1,9%
Shewanella algae 1,5%
Acinetobacter baumanii 2,1%
Acinetobacter calcoaceticus 0,6%

4% %"

®m P.aeruginosa
® Achromobacter xyl.

® B.cepacia complex

4%A

20%

= S.maltophilia

®m Serrata marcescens

® Ochrobactum
anthropi

Pucynok 12 — Ctpykrypa uzonaroB HOI'Ob B3pocnbix narmentos MB CII6
3a mepuoxa 2016-2021 rr.
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3.3.1 Ananuz anmponomempuueckux OAHHbIX NAYUEHM 08 C MYKOBUCUUOO3OM

[Ipu myxoBucuunoze (MB) onenke ¢usnyeckoro craryca nmpujaaeTcsi OrpoMHOE
3HaueHue. CHIKEHHE TEMIIOB POCTa WM MOTEPS MACCHI SBISETCA NMPOTHOCTHYECKU
HEONaronpusATHBIM MapKEepOM U caM IO ce0e MOMKET ONPEeNeNsITh TKECTb TECUCHUS
3a0oneBanuss MB, ero nporuo3 u KauecTBO >KU3HU.

IIpn ouenke auHamuku MMT rpynm «TspKenoro» M «MIrkoro» reHOTHIIA 3a
nepuoa  HaOmogeHust (pucyHok 13) oOTMEUeH JOCTOBEpHO 0oJsiee  BBICOKHI
HYTPUTHBHBIN CTAaTyC y NALUEHTOB C «MATKUM» T'€HOTUIIOM M COCTaBJISET B CPEIHEM Ha

2 Kr/M? BBIIIIE 32 BECh Mepuo;1 HabJIIOACHUS.

23

21,98
22

21,27
21,14 Lt 21,01 20,94

21

20
19,28 19,24
18,8

19 1851 18,55 18,41

MMT, Kr/m2

18
17

16
2016 2017 2018 2019 2020 2021

"MATKKIA" reHoTMN "Tamenbln" reHoTUN

Pucynok 13 — UMT y B3pocabix nauueHToB MB ¢ «Msrkum»

N «TAXCIBIM) 'CHOTHUIIOM

Taxxe Ha rpaduke onpenensiercs nojoxurenbHas auHamuka UMT k 2021 r. B
00enx reHoTHIMYecKUX rpynmnax: yseanuenue UMT ¢ 20,94 no 21,98 kr/m? u ¢ 18,41

10 19,24 kr/m? B rpynnax «MAIrKOro» M «TKeJI0ro» FeHOTHIIA COOTBETCTBEHHO.
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3.3.2 Ananu3 pyHKUUOHAIbHBIX OAHHBIX RAUUEHM 08 C MYKOBUCUUOO3OM

[Ipu onenke auHamuku cHwkeHuss ODB1 kak Mapkepa (yHKUMOHAIBHOIO
cTaTyca yCTaHOBJIEHO, YTO B 00€MX TIpyNnax YyBCTBUTENbHBIX MU PE3UCTEHTHBIX
mrammoB Achromobacter xyl. exxeromHo 3HauMTENbHO CHUXKaycs mokasatenb ODBI,

IPU 3TOM T'pyIIa pe3ucTeHTHBIX mTaMMoB Achromobacter xyl. umena B cpeanem Gosee

HU3Kkui oka3atenb O®B1 B kaxapii rog HabaroaeHus (Tabnuia §).

Tabnuia 8 — Pacnipenenenue GyHKIMOHAIBHOTO cTaTyca y 60ibHBIX MB

Me Me Me Me Me
(Q1-Q3) | (Q1-Q3) | (Q1-Q3) | (Q1-Q3) | (Q1-Q3)
I'pynna p
O®B1 | O®B1 | O®B1 | O®B1 | ODBI
2016 2017 2018 2019 2020
p(16/17)=0,025
2,07 1,99 1,85 1,68 1,48
YyBCTBUTEIIBHBI p(17/18)=0,025
(1,73- | (1,57- | (1,47- | (1,07- | (1,00-
K KapOareHneMam p(18/19)=0,025
2,82) 2,77) 2,74) 2,59) 2,42)
p(19/20)=0,023
p(16/17)=0,014
1,69 1,55 1,32 1,04 0,85
PesuctenTHBI p(17/18)=0,014
(1,48- | (0,96- | (0,92- | (0,85- | (0,73-
K KapOareHneMam p(18/19)=0,014
1,87) 1,79) 1,73) 1,59) 1,30)
p(19/20)=0,025
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3.3.3 Mukpoouonozuueckas xapaKmepucmuxka nAyueHmo8 ¢ MyKOSUCUUO030M

3.3.3.1 CpasnumenvHas xapakxmepucmuxa 4y8CmeumeibHOCmu Wwmammos
HegpepMenmupyIowux 2pamompuyameibHulx OaKmepuil

K Cleu6aKm€p1/lClJZbH biM npenapamam

Pesynbrarel oOmEeHKM AMHAMHKH pe3ucTeHTHOocTH Achromobacter xyl. k
KapOarieHeMaM TpeACTaBICHbl Ha pucynke 14. Ilpu CpaBHHTEILHOM aHAU3e
aKTUBHOCTH KapOarneHemoB (MeporieneM) B otHomrennn Achromobacter xyl. B mepuon
2016-2017 rr. BBISBIEHBI CIEAYIONINE 3aKOHOMEPHOCTH- KapOaneHeMbl ObUTH aKTHBHBI
B otHomrennn 50% mmrammoB Achromobacter xyl. B 2018 r. xapOameHeMbl Takke
JEMOHCTPUPOBAJIM  JIOCTATOYHO  BBICOKYIO  YYBCTBUTEIBHOCTh K HCCICIYEMOMY
Mukpoopranu3My, Ho B 2019-2020 rr. aktuBHOCTH cHu3WiIach 10 37,5% u 30,7%
COOTBETCTBEHHO, YTO 3HAYUTEIHHO HIIKE, YEM B MIPEABIAYIINE TOIBI.

Taxxke OTMEYEHO YBEJIMYEHUE KOJIMYECTBA MAIMEHTOB C XPOHUYECKHUM
uaduiuposanuem Achromobacter xyl. ¢ 4 uemosex B 2016 r. 10 14 u 13 yenosek
coorBeTrctBeHHO B 2019 m 2020 rr. Ecim B mepuwon 2016-2018 rr. komuuecTBo
YYBCTBUTEJIBHBIX UM PE3UCTEHTHBIX IITAMMOB B BBHIOOPKE MAIMEHTOB C XPOHHYECKUM
uaduimposannem Achromobacter xyl. coxpansuioch B paBHOM KOJHYECTBE, TO B
MOCIICAYIONINX TroJax OallaHC 3HAYUTENBHO CMECTUJICS B CTOPOHY PE3MCTEHTHBIX
IITAMMOB M YYyBCTBUTEIBHOCTh cHU3MIach 10 37,5% B 2019 r. u pganee no 30,7% B
2020 1.

Takum oOpa3om, ipu MOHHTOpUpOBaHUH pe3ucTeHTHocTH Achromobacter xyl.
KapOameHeMaM 3a 6 JIET BMECTE C POCTOM KOJWYECTBA MH(PHUIIMPOBAHHBIX MAIIMEHTOB
OTMEYCH NPOTPECCHUBHOE CHIDKEHUE YYBCTBHTEIBHOCTH mTammoB Achromobacter xyl.

K KapOaneHeMam.
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Pucynok 14 — Mounutopunr pesuctenTHocTr Achromobacter xyl. k kapbanenemam

[IpoBeneH cpaBHUTEIBHBIN aHATU3 CPOKOB (OPMHUPOBAHUS MAHPE3UCTEHTHOCTHU
qyBCTBUTEIbHBIX IITaMMOB  Achromobacter spp. mnpu Tepanum mnpenapaTamu
nedrazuauM 6 rp/CyTKu+amMukauH 1 Tp/CyTKu U MeporieHeM 3 Tp/CyTKH.

B rpynmax cpaBHeHus (Tabnuiia 9) He ObUIO BBISBICHO PA3IMUUM IO BO3PACTY
unduuposanuss Achromobacter spp. u MMT. Ilpu oreHke mokasaTened g0JIU
(TSDKETBIX» TEHOTHNOB U cpeaHero 3HaueHuss O®Bl He ObUIO BBIABICHO
CTAaTHUCTHYECKH 3HAUYMMBIX Pa3u4uil, OJJHAKO MOKHO OTMETUTH TCHJICHIIMIO OOJIbIIEH
TOJIA «TSDKEJIBIX» TeHOTUIIOB B TpyIiie Tepanuu meporenema (71,4% nporus 57,1%), a
Takke Oosee HU3Koro cpenuero yposas ODB1 (30,08+5,37% npotus 48,11+10,10%).
Takum 00pa3oM rpymnmbl SBHJIUCH OTHOPOIAHBIMH JIJISi JJOCTOBEPHOTO CpPaBHEHHUS IPU
Pa3TUYHBIX CXEMaX JICUCHUSI.

He BoiABIeHO pasnmuuumii B cpokax (GOPMHPOBAHUS PE3UCTEHTHOCTH K
KapOaneHemMaM B rpymmax nedgrazuauMm 6 rp/CyTKu+aMukanuH | Tp/cyTku u

1IeporieHeM 3 TP/CyTKH, CpOoKH cocTaBmwim 3,28+1,22 met u 4,71+1,44 COOTBETCTBEHHO

(pucyHok 15).
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Tabauma 9 — I'pynmel Tepanuu  Achromobacter spp. npemapatamu  nedrasuaum

6 rp/cyTkutamukainuH 1 rp/CyTKu U MeponeHeM 3 rp/CyTKu

[Toka3zarens Hedrazunum 6 rp + Meponenem 3 b val
value
aMUKalMH 1 Tp/cyTKH rp/CyTKH
[Ton, % Myx4uH 4 (57,1%) 4 (57,1%) —
Bospact undunmposanus,
24,14+3,18 19+2,47 0,22
Achromobacter spp., et
"TsoKenbli" renoTud, % 4 (57,1%) 5(71,4%)
O®BI1, % 48,11+10,10 30,08+5,37 0,14
UMT, kr/m2 20,75+2,15 17,77+1,32 0,22
Cpok dhopMupoBanus
pox Gopip 3,28+1,22 4,71+1,44 0,46
MMaHPE3UCTEHTHOCTH, JIET

12,00

10,00

8,00

[opa

6,00

4,00

2,00

0,00

HedTasuama 6 rp + Avprangss 1 rpicyisr B Meposeu 3 rp/cyTeEn

Pucynoxk 15 — Cpoku opmMupoBanus nanpe3ucteHTHOCTH AChromobacter spp
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3.3.3.2 Cpasnumenvuas aghghexmugHocmos cxem ne4eHus

XPOHUYECKOU Hephepmenmupyoujell 2pamompuyamenbHou 6aKxmepuailbHot UH@deKyuu

Jnst oueHku 3((PEKTUBHOCTH JI€UECHHs ABYX TPYII MPOBEACHA CPABHUTENIbHAsS
XapaKTEpUCTHKA ABYX TPyHI IO KOJIUYECTBY, IOy, CPEJHEMY BO3pacTy U CpOKaM
uHuurpoBaHus. [Ipu olleHKE OCHOBHBIX XapaKTEPUCTUK JBYX CPAaBHUBAEMBIX TPyl
HE OTMEUYEHO pa3HULbl 10 BO3PACTy, [JOJHM TSDKEIBIX MYyTallud M CpOKaMm

uHuirposanus Achromobacter spp. (tradnuma 10).

Tabnuna 10 — OcHOBHBIE XapaKTEPUCTUKHU TPYMI MALKMEHTOB C Tepanueid MeporneHeM

3 rp/CyTKHA U MEPOTICHEM 6 Tp/CyTKU

[Toka3zarens Meponenem
MeponeneMm 3 rp/CyTKu P value
6rp/CyTKH
KonnuectBo 7 4 —
% MYKXIHH 5 (71,5%) 1 (25%) —
Cpennuii Bo3pacr, JeT 29,14+2,69 24,752 32 p=0,24
% TSDKETIBIX MYTaIluii 4 (57,1%) 2 (50%) —
Cpoxu uHbUIUpOBaHUS,
8,42+2,22 8,715+2,25 p=0,31
Achromobacter spp., ier
UMT, kr/m? 18,95+0,80 19,40+0,92 p=0,85
O®BI1, % 1,68+0,12 1,69+0,44 p=0,98
YacTtora o0ocTpeHuit
1,71+0,35 2,33+0,33 p=0,25
B o
[Tpo10KUTENBHOCTD
24+5,03 32,6614,66 p=0,12
KypCOB

B rpynne meponenem 3 rp/cytku mpeoOnananu MyxuuHbl 71,5%, a B rpymnmne

MeporieHeM 6 Tp/CyTKM uX OBLJIO MEHBIIMHCTBO. B OTHOIIIEHMH CpeIHEro Bo3pacTa
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Y CPOKOB HMH(MUUMPOBAHUS TPYNIbl CPaBHEHHS OBLIM OJAHOPOJHBI. Takum oOpazom,
MPEJIOKEHHbIE TPYINIbl CPAaBHEHMsS] MPUTOJHBI JJIS JIOCTOBEPHOTO CpaBHEHUS
3¢ (PEKTUBHOCTH JIEUEHUS Pa3HbIX CXEM J03UPOBAaHUS aHTUOAKTEPUATIBLHOIO Mpenapara.
Hnst  oueHku  3Q(PEKTUBHOCTH  Tepanmud HaMuU  BbIOpaH  IOKa3arTesb
MIPOIOJKUTENBHOCTH KU3HU B Cpoku uccnenoBanus 2016-2021 rr., BBy TOTO 4TO BCE
11 manmeHTOB ¢ XpoHWUYecKMM uHuImpoBanueM Achromobacter spp. npoxonwiu
Kypchl  aHTHOAaKTepuaJbHOM Tepamuud B  paMKax CTallMOHAPHOTO  JICUCHHS,
3aJIOKYMEHTUPOBAaHA TOJIOKUTENIbHAs KIMHUKO-TabopaTopHas IuWHAMUKa Ha (oHe
JICYEHHS U OTCYTCTBUE OCJIOKHEHHUH Y BCEX BKIIFOUEHHBIX NMAlIMEHTOB 00€UX IpyIl.
[Ipu omeHke KoNMYECTBAa MAIMEHTOB B TpyMnmax cpaBHEHUs (PUCYHOK 16) B
JUHAMUKE HaTJISTHO OTPAXKEHBI CXOKHUE TEMITbl YMEHBIICHUS! KOJIMYECTBA MAIIEHTOB B
KaXXJI0i TpyMIe: B IPyIIe MeporneHeM 3 rp/CyTKH K KOHIly CpPOKY HaOIIOJIeHUS yMep
1 nanment u3 4 (25%), B rpynmne meporneHeMm 6 Ip/CyTKHA K KOHILY CPOKY HaOJIIOIeHUS

ymepio 3 nanueHToB 7 (42,8%).

7 7 7

o 7

=]

|'_¢

=i

5 5

i
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S 4

o4

= 4 4 4 4

§ 3

= 3

B 2

Q

Mg

0

2016 2017 2018 2019 2020
MepoIrieHeM 3 Ip/cyTKH MepoIlieHeM 6 Ip/CyTKH

Pucynoxk 16 — JluHamMuka KoamyecTBa MalMEHTOB UCCIEYEMBIX IPYMI C XPOHUYECKUM

UHQUITMPOBAHUEM ITAHPE3UCTESHTHOTO IrTamma Achromobacter xyl.
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Jannble pucyHka 17 mHOKa3bIBalOT, YTO 4YacTOTa OOOCTPEHHs MYKOBHUCLHI03a
OblJa BBIIIE Yy MAIMEHTOB C «TSKEJIBbIM» I'€HOTUIIOM, YEM Yy MALUEHTOB C «MSITKHUM))

T'CHOTHUIIOM.

“MAMKME" reHoTUR “TAKensIA" reHoTun

: @

pynna
@ Meponenem 3rpicyTu
@ Meponexem BrpicyTia

YacroTra KypcoB meponeHema

2016 217 2018 2019 202 2016 2017 018 019 2020
l'og Habnoaexus

Pucynok 17 — HacroTa KypcoB MeponeHeMa
y MaIMEeHTOB C XPOHUYECKUM HHPUITUPOBAHUEM MAaHPE3UCTEHTHOTO IITaMMa

Achromobacter xyl. ¢ «MATKHM» U «TSKEIBIM» TCHOTUTIAMH

C nenblo aHaln3a BbDKUBAEMOCTH MAIIMEHTOB U3 TPYIIN CPABHEHUSI COCTABIICHBI
KpuBble BbDKUBaHMS Kamnana-Maliepa B 3aBUCMMOCTH OT THIIa MyTaruu (pUCyHOK 18)
u OT cxembl jedeHus (pucyHok 19). Bce ymepiune nanumeHTsl ObUIM W3 TPYIIIbI

«TSDKEJIOro» TEeHOTHIIAa U He OBLIOo IIOJIy4CHO paSJII/I‘-II/Iﬁ B CPOKaxX BBIKHMBACMOCTH
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y TAIMEHTOB C XPOHHYECKUM HWH(PHUIMPOBAHUEM TAHPE3UCTEHTHOIO IITaMMa
Achromobacter xyl. B rpynmax Tepanuu MepoIeHEM 3 TP/CYTKH WM MEpPOIICHEM

6 rp/cytku (xu kBaapat = 2.9054(-31), p value = 1).

1.00 4

0.751

0.50 4

O6Lwasa BEpPOATHOCTb BbKMBAHUS

0.00 A1

0 1 2 3 4 5
HabnwoaeHus B rogax ¢ 2016-2020rr.

— "Msarkun" reHoTun "Taxxenbin" reHoTUN

Pucynok 18 — BeikuBaeMoCTh NALIUEHTOB
C XpOHUYECKIM HH(DHUIIMPOBAHKMEM MMaHpe3UCTeHTHOTO mtammMa Achromobacter xyl.

C KMATKHUM» U «TAXKCIIbIM» I'CHOTHUIIAMHA
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1

0.50 1

Obwan BepoATHOCTb BbKMBaHUA

0.25+

0.00

T T

0 1 2 3 4 5
HabnwopeHua B rogax ¢ 2016-2020rr.

- MeponeHem 3rp/cyTku —— MeponeHem 6rp/cyTku

Pucynok 19 — BeikuBaemMoCTh NALIUEHTOB
C XpOHUYECKIM HH(DHUIIMPOBAHKUEM MMaHpe3nCcTeHTHOTO rraMmma Achromobacter xyl.

B TpyNmax Tepanuu MeporieHeM 3 TP/CYyTKU U MEPOTIEHEM Orp/CyTKH
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Pucynok 20 — Ctpykrypa usonsaros P. aeruginosa

N 9yYBCTBUTCIBHOCTD K T06paMHI_II/IHy

ToOpaMuIIMH SBIIIETCS CTaHAAPTHBIM AHTHUIICEBIOMOHAJIBHBIM aHTHOHOTHKOM,
HO ero 3Q(EeKTHBHOCTh CHIKASTCS M3-3a OTPAHUYCHHOW IMTPOHHUIIAEMOCTH OHUOTUICHKH.

JIJIsl OIIEHKH PeTHOHAIBHBIX OCOOCHHOCTEH MPOBEJICH aHAIN3 YYBCTBHTEILHOCTH
M30JITOB CHHETHOMHON MHPEKIIMKM K TOOPaAMUIIUHY.

3HauMTeNnbHBIM TpolneHT ImTamMMoB P. aeruginosa 90,8% okazsammuch
YyBCTBUTEJIBHBI K ToOpamunuHy (pucyHok 20). ['pynma MyKOWAHOTO IITaMMma
P. aeruginosa mokasajia MEHBIIYI0 YyBCTBHTEIBLHOCTH, Y€M TIPYIIa HEMYKOHIHOTO
mTamMMma, OJHAKO TaKXKe OKa3ajllach B 3HAYMTEJILHOM TIpOIleHTe ciiydyaeB 86,7%
YyBCTBUTEJIBHBI K TOOpaMUIIMHY. TakuM 0Opa3oM BBISBIICHA BBICOKash perHOHAIbHAS

YYBCTBHUTCIBHOCTb MYKOUJIHBIX U HCMYKOHUJHBIX IITAMMOB K T06paMI/IHI/IHy.
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3.4 Hoas xoponaBupycHasi unpexuus COVID-19

Y naqueHToB ¢ MYKOBUCIIHI030M

B nanHOM pasaciic Mbl OCTAHOBHUMCA Ha aHAJIMW3C OJAaHHBIX, IIOJYYCHHBIX Y

6onpHBIX MB, nepenecnx HoOBy10 kKopoHoBHpycHYI0 uH(pekuo COVID-19.

3.4.1 Ocodennocmu meuenusn HOB0U KOPOHABGUPYCHOU UHpeKyuu

COVID-19 y nauuenmoe c mykosucuuoo3om

Bcero
57 nayueHToB
|

A J Y

Bes npusHakos

COVID-19
41 naumeHTt

[MoarBepskacn
COVID-19
16 nayveHTOB

| Becenmuromyoe reuenue ?

{ ! v v

CrannoHapHoe
JeueHue
6 nayueHTOB

AwmbynaropHoe
JievyeHue
10 nayueHTOB

35 nayueHTOB

Ymepno
6 nauMeHTOB

4 nauwueHTos 5 2020r.

6 {100%) nauMeHTOB — KMArKKEe MyTaLHU» 2 nauweHTos B 2021r.

2 (33.3%) naymeHTOB — Xp.CUHErHOMHaa UH-ua

4 {66.7%) nauuneHTos — xp. Achromobacter xyl. Mpu4uHa cmepTH — Nporpeccposaine

AbIXaTenbHOl HeAOCTATOHMHOCTW.
Bes KnuMHM4Yecknx, nabopaTopHbIX NPU3HaKoB
COVvID-19

Pucynok 21 — Pacnipenenenue nanueaToB ¢ MB, nepenecmux COVID-19
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3.4.2 Ocodennocmu 1evenus HOBOI KOPOHABUPYCHOU UHeKyuu

COVID-19 y nayuenmoe ¢ mykosucyuoozom

Cpenu 56 nmanuenToB y 10 (pucyHok 21) BbIsiBIeHa KOpOHaABUpPYCHAasE UHQEKIIUS,
y 2 TMalMeHTOB TMpoTeKaja B TskelIoM (opMe, OCI0XKHUIACHK BHEOOJIbHUYHOM
JIBYCTOPOHHEHW MMHEBMOHHUEH, MPOBEICHO CTAllMOHAPHOE JICUCHHE C TOJIOKUTEIBHBIM
adpdexkToM. 8 manUEHTOB TMepeHecan WHOEKIU B JieTkoi ¢dopme, MPOBEIACHO
aMOyJiaTOpHOE JIeYEHHWE TaKXKe C TOJNOXHUTEeNbHBIM d(Pdexktom. [Ipu orenke
HYTPUTHBHOTO CTaTyca y 3a00JIeBIIMX, Y €IMHCTBEHHOW MAIMEHTKU C JACHUIIMTOM
maccel Tena (MMT =15,2 kr/m?) Oblio oTMeueHo Tsxkenoe Teuenue COVID-19,
notpeboBaBIlee CTAMOHAPHOTO JieueHUus. BTopoil rocnuTanu3upoBaHHBIM MAlUEHT
umen UMT na Huxzei rpanune HopMbl (MMT =18,56 kr/m?). HecMoTps Ha TeueHue
MUPOBOM MaHAEMUU, COXPAHIETCS MOTPEOHOCTh B MPOBEACHUU CTAIIMOHAPHBIX KYPCOB
nedeHuu 00JapHbIX MB mpu TskenoM 000CTpeHHH. 3 TAIMEHTOB C TSIKEJIBIM TeUEHHUEM
CMelnIaHHoOW (OpMBI MYKOBHUCIIMI032 YMEPJIM 3a BpeMsl HaONIOJEHWS B CBS3U C
TSKEJIBIM 00OCTPEHHMEM OCHOBHOTO 3a00JIEBaHUSI W MPOTPECCUPYIOUIEH AbIXaTeIbHON
HEJ0CTATOUYHOCTHI0. KITMHUKO-PEHTIeHONOTHYeCcKasi KapTHHA, JIa0OpaTOpHbIE JTaHHbBIE
NAIMEHTOB HE COOTBETCTBOBAIM KOPOHABUPYCHOM MH(EKIIUHU, MUHUMYM JIBYKpaTHBIE
ITIIP na SARS CoV?2 6bumu oTpunatenbHblie, AaHHbIX 32 COVID-19 He momydeHo.

He ObutO0 OTMEYEHO TSDKEIOro TeUCeHHs WM JieTalbHBIX ucxogoB COVID-19 y
B3poCibIX marueHToB MB B peruone. 3abosjeBaHue MPOTEKANIO MPEUMYIIECTBEHHO B
Jerkoil ¢opme, B TPETH CIydaeB MOTpeOOBaNach CTAIMOHAPHOE JICYCHUE B CBS3H C
000CTpeHHEeM OCHOBHOTO 3a00JieBaHMs (PUCYHOK 22).

CornacHo pesynbTaTaM uccienoBanus 37,5% MaiueHToB NPOIUIH CTAlMOHAPHOE
neyenue, 62.5% amOynatopHoe JseueHue (tabiauua 11), W3 HUX MOJIOBUMHA —
5 nmarmeHTtoB  (31,5%) mnonydyaniu HUCKIIOYUTEIBHO CUMIITOMAaTUYECKOE JICYEHUE
HECTEPOUIAHBIMU  IPOTHUBOBOCIHAIUTEIBHBIMU  CpelICcTBaMu  aMmOynaTopHo  0e3

JOITOJIHUTCIIBHOI'O HA3HAYCHUA aHTH6aKT€pHaHBHOﬁ TCpallnu.
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B CTauMoHapHoOe IeYeHue.
CpeaHas cTeneHb TAXECTU.
A/6 + cumnTomaTuyeckas
Tepanus

B AmbynaTtopHoe neveHune.
Nerkas creneHb Taxkectu. A/6
+ CMMNTOMaTU4YecKasa Tepanus

B AmbynatopHoe neyeHue.
Jlerkan cTeneHb TAXKECTMU.
CumnTomaTuyeckaa Tepanus

Pucynok 22 — Jleuenue COVID-19 B3pocnbix nanuentoB MB B CII6 u JIO

Tabmuma 11 — OcHOBHBIE TIOKa3aTeNn TeueHUs: kopoHaBupycHor uHpekiuun COVID-19

y B3pOCJIbIX ManeHToB MB B ucciegyemoii rpyrme

[Toka3zarens PesynbTar
[ToaTBepkacH 16 (28%)
CranuoHapHoOe JIe4eHne 6 (37,5%)
AmOynaTtopHoe JIedcHHe 10 (62,5%)
AnTHOaKTepuanbHas + CUMITOMATHYECKas 5 (31,25%)
Cumnromarnyeckas Teparus 5 (31,25%)
Crenenu Tsxectn COVID-19
JeTKast 10 (62,5%)
CpemHss 6 (37,5%)
TsKeIast 0
ymepau ot COVID-19 0
ymepii oT oboctpenuss MB 6 (10,5%)

Cpenn cumnToMOB mpeBamupoBanm juxopanka (93,7%) m omemmka (75%) y

a0COIOTHOTO OOJIBIIMHCTBA MAIUEHTOB (Tabuma 12).
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Tabmuua 12 — Yactora cMMOTOMOB B3pOCIbIX HalueHToB MB ¢ kopoHaBHpyCcHOM

un¢pexueit COVID-19

IToxazarens Pesynprar
JIuxopanka 15 (93,7%)
Oppimika 12 (75%)
YBeTU4eHNE MOKPOTHI 7 (43,7%)
VYcuneHue Kamus 6 (37,5)
Muanrus 8 (50%)
I'omoBHas 6011b 7 (43,7%)
KpoBoxapkaHbe 3 (18,7%)
PBora 3 (18,7%)
Anocmust 3 (18,7%)

Bce marueHThl, BKJIIOYEHHBIE B HCCIEIOBAHHUE, MOJIYyYald MYKOJIUTHYECKYIO
Tepanuio JopHa3za anbpa U OoNbUHCTBO (62,5%) monyyanu CUMITOMATHYECKYIO

Tepanuto (Tadmauna 13).

Tabnuna 13 — Tepanus nauuentoB MB ¢ koponaBupycnoit ungexiueit COVID-19

[Tokazarenp Pesynbrar
AnTHOaKTepuanbHas BHyTPUBECHHO 3 (18,7%)
AnTubakTepuanbHas TabIeTHPOBaHHASL 6 (37,5%)
CumnroMaTuyeckas 10 (62,5%)
Myxkonutuueckas (opHasa anbda) 16 (100%)

ITo pe3yijibTaTaM HAIICTO0 MHCCICAOBAHUA BAaKOWMHHPOBAHBI B BBI60pKe Obl1a

MEHBIIIAs YacTh MAIMEHTOB U cocTaBuia 38.5% (tabauma 14).
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Tabnuua 14 — Cobmonenue 6a3ucHOM Tepanuu nauveHraMu MB B nepuosa nanaemMuu

KopoHaBupycHoi nndpekuneir COVID-19

IToxa3arteinb Pesynbrar
BaknuHupoBaHbI 22 (38,5%)
BbinosHeHne peKoMeHaaA Ui
Boiee TimaTeasHO 7 (43,7%)
Tax xe 9 (56,3%)
BoinosiHeHne KHHE3HMOTEPaATUH
Bonee TmatensHO 5 (31,2%)
Tax xe 11 (68,8%)

Taxke oOparmano Ha cebs BHUMAaHUE YTO OKOJIO TMOJIOBUHBI marueHToB 43,7%
0oJiee THIATENILHO BBHIMONHSIM PEKOMEHAAIMHM 10 TUIAHOBOM €XKEeJIHEBHOW Tepanuu U
31,2% Oonee TIIATENHHO BBHIMOJHSIN 00A3aTENbHYIO €XKEIHEBHYIO KHHE3HMOTEPAIUIO.
Taxxke BaKHO OTMETHUTh, YTO HUKTO U3 MAIMEHTOB B HAIlIEM MCCIIEJOBAaHUU HE CHU3HIIU
PEryJSIPHOCTh BBINOJHEHHUS PEKOMEHAAUMNA U €XKEIHEBHOW KHHe3uoTepanuu, 56,3% u
68,8% COOTBETCTBEHHO MPOJOKUIN MJIAHOBOE JICYEHUE C TOU JKE PETYISIPHOCTBIO, KaK
U 710 ma"aemMun kopoHaBupycHoit napeknun COVID-19.

TedyeHne mnaHAEMUU 3aCTAaBUJIO TMALIMEHTOB OOJEe TIATEIBHO BBITOIHATH
PEKOMEHJAIMU U PEXKUM KHHE3noTepanuu. Tem He MeHee OOJBIIMHCTBO MAIlMEHTOB

(75%) (Tabnuma 15) oTMeTHIa yBETUYSHNE YacTOTHI OOOCTPEHISI 3a00JICBaHMSI B ATOT TICPHOLI,

Tabmuuma 15 — Jlunamuka 4actoThl 00OCTpeHus manueHtoB MB ¢ kopoHaBHpycHOMU

unpexmueit COVID-19

Yacrora odocTpeHHH Pesynbrar
qame 12 (75,0%)
Pexe 4 (25,0%)
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[Ipu ouenke peHOTUNOB ManveHTOB (Tabiauua 16) HE OTMEYEHO pa3IuyYuil 1o
TUIly T€HOTUIA WIM BUIA UHPUIUPOBAHMS HMKHHUX JbIXaTEIbHBIX MyTEH HA pa3BUTHUE

kopoHaBupycHoit nHpexunu COVID-19.

Tabnuua 16 — ®enorun nanuentoB MB ¢ koponaBupycHoit ungekuueit COVID-19

[TopsankoBeIi
Bozpact Xp. unurupopanue | Tun reHotuna Jleuenue
HOMEP
1 27 P. aeruginosa MSTKAN amMOyJIaTOpHOE
2 32 P. aeruginosa MSITKUAN CTallMOHAPHOE
3 43 Achromobacter xyl. MSITKAH CTallMOHAPHOE
4 31 P. aeruginosa MSTKAN amMOyJIaTOpHOE
5 31 Achromobacter xyl. TSKEITBIN CTallMOHAPHOE
6 31 Burcholderia cepacia MSATKAN amMOyJIaTopHOe
7 21 St. aureus MSATKUH aMOyJsaTopHoe
8 63 P. aeruginosa MSATKUH CTaIlMOHAPHOE
9 33 P. aeruginosa TSDKEITBIN aMOyJsaTopHoe
10 25 St. aureus TSDKEITBIN aMOyJiaTopHoe
11 32 P. aeruginosa TSKEITBIH amMOyJIaTopHOE
12 33 Achromobacter xyl. MSATKAN amMOyJIaTopHOE
13 32 St. aureus MSTKUH aMOyJiaTopHoe
14 20 P. aeruginosa TSKEIBIN CTaIlMOHAPHOE
15 35 St. aureus MSATKUI amMOyJaTopHOe
16 21 P. aeruginosa TSKEIBIN CTaIlMOHAPHOE

Cpenn manuweHTOB TMepeHecHmx KopoHaBupycHyr wuHpeknuio COVID-19 B
o0enx rpynmnax aMmOyJIaTOPHOTO U CTAlMOHAPHOTO JICUECHHUST BCTPEUAIHCH MAIUEHTHI U C
«TSHKENBIM» U ¢ «MATKUM» T€HOTUIIOM B PABHOM CTEIMEHU, TAKKE, KAK U C XPOHUUYECKUM
MHQUIUPOBAHUEM KaK 30JIOTUCTHIM CTa(DWIOKOKKOM, TaK W HHQUIHPOBAHUEM
rpammotpuiiarenbHoit  iopoit (P. aeruginosa, Achromobacter xyl. m Burcholderia

cepacia).
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I'nasa 4

OBCYKAEHME PE3YJIbTATOB UCCJIEAOBAHUA

MB sBnsercss peAKUM MOHOTEHHBIM >KH3HEYIPOXKAIOMIMM 3a00JIeBaHUEM, IPHU
KOTOPOM Yy OOJIbHBIX COKpAIlaeTcsl MPOAOKUTENBHOCTh *U3HU U €€ KauyecTBO — B
HACTOAIIIEE BPEMsT B OCHOBHOM 3a CYET TNOpPaXEHUs OpraHoB JbIxaHus [2].
CoBpeMmeHHasi KOMIUIEKCHass Tepanus MB, Ha3zHauaemass COTrJIacHO KIMHUYECKUM
pEeKOMEHaIusIM, TpHUBEiIa K CYIIECTBEHHOMY TMPOJJICHUIO JKU3HU OOJBHBIX U
yIy4YIIEHUI0 €€ KauecTBa, KakK CJEJCTBHE — YBEJIMYEHHUIO YHCIIa B3POCHBIX OOIBHBIX
(o manHpIM peructpa mamueHToB MB B P® 3a 2021 r. yucio B3pocibix 0oinpHEIX MB
coctaBuiin 27,4% ot obmiero yucia OonbHbIX). Ecnu paHee o TSKECTH COCTOSHUSA
OOJILHOTO CYAWJIA TIO CTENEHU MOPaKCHHUS (PYHKIIMU TIOJKEITYyJAOYHON JKele3bl, TO B
HACTOSAIIEEe BPEMSI TSKECTh COCTOSHUSI B OCHOBHOM OIPEAENSeTCs] MHKPOOHO-
BOCIIAJIUTEIBHBIMUA ~ MHOpakeHUsIMU  JErkux. llog  BIMsIHUEM  COBpPEMEHHOM
AHTUMUKPOOHOW Teparuu, MEHSETCS He TOJbKO CTaTyC NalMeHTa, HO M XapakTep
MUKpPOOHOTO COO0OIIEeCTBA XPOHUYECKOTO BOCMAJICHUS B JETKUX, YTO 3aCTaBISET
ONEPATUBHO MPOBOAUTH MOHUTOPHUPOBAHUE, aHaJM3UPOBATh TUHAMUKY
MH(EKIIMOHHOTO TMPOoIIecca B JIETKUX, KOPPEKTUPOBATH TEPATHIO.

Hamu npoananusupoBansl ganHbie 60 B3pocnbix O0oiabHBIX MB crapmie 18 ner.
KonmdecTBo B3pOCHBbIX MAalMEHTOB ¢ MyKoBHCIH1030M B CaHkT-IleTepOypre BeIpocCiio ¢
26 uvenoBek a0 57, B 2,19 pa3 (ma 119%) 3a 6 ner ¢ 2016 mo 2021 rr. Myx4uHbI
HE3HAUNTEIHHO Mpeoliiaiany B Haiel Beioopke (55%). Haubomnpime Temnsl mpupocTa
naruenToB Habmomanuck B 2018 r. (+10 mamuentos), 2019 r. (+8 manmentos) u 2020 T.
(+8 manueHToB), TAKUM 00pPa30M OTMEYEH MPOTPECCUBHBIN POCT KOJIMYECTBA B3POCIBIX
nanueHToB ¢ MB B peruone.

[Ipu cpaBHenun naHHbIX PeructpoB OonpHBIX MB B P® mnpenpimymmx et
(2011-2021 rr.) OTMEYECHO KaK JUHAMHUYECKOE YBEIMYCHHE OOIIETro YMcia MalrueHTOB:

2011 rog — 1026 yenosek, 2019 rog — 3169 uenosek, 2020 rox — 3722 4yemoBeka
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n 2021 rox — 3969 4yenoBek COOTBETCTBEHHO, OoJiee, yeM B 3 pasza MO CPaBHEHUIO C
2011 r., Tak ¥ yKca B3pOCIbIX OONbHBIX (IAHHBIE TPUBEACHBI HUXKE).

[Ipu 5TOM, yBEIMUEHHE KOJIMYECTBA BKIIOUEHHBIX B PETUCTP MA[MEHTOB, CBA3aHO
KaK C yBEJIMYEHHUEM KOJMYECTBA PETMOHOB, YYAaCTBYIOLIMX B COCTABICHUH PETUCTPA,
TaK U C YBEJIMYEHHUEM KOJMYECTBA MALMEHTOB B KaXIOM peruoHe. Jlojisi B3pOCIBIX
NalMeHTOB 3a TnocieqHue omnyonukoBaHnHble 3 ronxa 2019-2021 rr. mpu enauHOM
KOJIMYECTBE BKJIIOUCHHBIX PETHMOHOB, Takxke yBenudmiachk ¢ 25,5% (2019 r.) no 27,4%
(2021 r.) [34], TakuM oOpa3oM TMOJYyYECHHBIC JAHHBIX HAIIETO HWCCIEIOBAHUS U
IUHAMUKa peructpoB P® mnocieqHux JIeT MO KOJHUYECTBY B3POCIHBIX MMAIIMEHTOB
aHAJOTUYHBI.

Houns B3pocnbix naruenToB ¢ MB B CII6 (27,3%) oka3anach HUXe OOJBIIMHCTBA
PETHOHOB CO CXOXUM KOJUYECTBOM BKJIFOYEHHBIX B PETHCTpP MAIlUEHTOB: B MOCKBe
37,4%, B SpocnaBckoii obnactu 46,2%, Pecriyonuka Tartapcran 36,8%, HUKE TIPOLICHT
B3pocibix nanueHToB ¢ MB otmeuen B KpacHosipckom kpae 13,2% u CBepasioBckoit

obnactu 26,6%.

[Ipu onieHKe AMHAMHUKK BO3PACTHOM CTPYKTYpHI MAlMEHTOB IO roaam (Tabiauia
2) B JauHaMuKke 3a 6 JeT HaOMIoJaeTCs YBEJIMYCHHE CpEIHEro Bo3pacra: ¢
26,78 mer+1,71 (2016 r.) mo 31,33+1,33 ner (2021 r.), u oOpamraeT Ha ceOsi BHUMAaHHE
Hajlu4yMe 2-X TalMEHTOB MEHCHUOHHOTO Bo3pacta 62 u 64 ner Ha 2021 r. cpeau
B3pOCHBIX marneHToB ¢ MB. Takum o0pa3zoM, camblii crapmuii manueHT ¢ MB B
oruetHoM 2021 rony B P® nabmogancs B Cankr-IletepOypre.

Cnegyer OTMETHTh, 4YTO TMPU AaHAIM3€ TEHETHYECKUX H (PEHOTHIMHUYIECKUX
OCOOEHHOCTEW B TPYMIE MAIUEHTOB C «TSKEIBIMU» MYTAllUsIMA CPEIHUNA BO3PACT
BBISIBIICHUS 3a00JIeBaHUs ObLJI MEHBIIIE U cocTaBui 3,44 roga, B TO BpeMsl Kak B rpymie
«vsTkux» mytammii 11,58 ner, Takum o6pazom Bo3pacT BepudUKAIMU TUarHo3a ObLI
JIOCTOBEPHO HMKE Cpelld OOJIbHBIX C «TSKEIBIMU» MYTAIUSAMH, HEXKEIU «MSTKUMUI.
O6pamaer Ha ce0s1 BHUMaHHME 3HAYUTENbHBIA pa3OpoCc BO3pacTa BBISBICHUS
3aboneBanus ot 0 go 39,6-43 ner B o0Oeux uccieayembix rpymmnax. ['eHernueckuit

CTaTyC Haumed OTPaXeHUE B CPEAHEM BO3pacTe B3POCIbIX NalKMeHToB ¢ MB,
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OH OKa3aJICs BBILIE B IPYIIE «MATKUX» MyTauui 31,6 neT, B TO BpeMs Kak B IpyImIie
TSDKEIIBIX MyTaluil cocTaBui 28,3 JeT.

ITony4yeHHbIE faHHBIE KOPPEIUPYIOT C POCCUMCKUMHU JaHHBIMU JAPYrOro peruoHa
[27], rie Tak)Kke MOATBEPKIAECHO JOMUHUPOBAHUE TsKeNbIX TeHoTunoB MBTP B rpynme
[alIUEHTOB JOLIKOJBHOIO BO3PAacCTa, B TO BPEMs KaK B IpyIIiax UIKOJbHOTO BO3pacTa 1
B3pPOCIIBIX MALKUEHTOB Mpeodiaany MArkue reHoTunsl. MccnenoBarenan 0TMEYaroT, YTO
Te4YeHHe 3a00JIeBaHUs Y AIMEHTOB C MSATKUM IF€HOTUIIOM ObLIO OoJiee 01aronpusTHbIM,
HECMOTpsI Ha Oosee IMO374HEE BBIABICHME UM HA4Yalo JIEYEHMs, OOBSICHSS 3TO
IPOTEKTUBHBIM BIIMSIHUEM MATKMX MyTalWi. AHAJOTMYHOTO MHEHUS NPUAEPKUBAEMCS
M Mbl Ha OCHOBAaHHMM TIOJTYYEHHBIX pe3ynbratoB. Cpenu oOcCHeOBaHHBIX HAMHU
B3pOCJIBIX MankeHToB ¢ MB He ObUIO BBISBICHO pa3liuuuil B TE€HAEPHON CTPYKTYpE BO
BCEX BO3PACTHBIX IPyIIIaAX.

CrnemyeT OTMETHUTb, YTO OXBaT TeHETUYecKoro oobcienoBanusi B CaHKT-
[TerepOypre u JIO camplii Beicokuid B P® um cocraBiser, coriacHo peructpy MB
2021 1., 99%. BrisiBneno npeobiananue TSKeIbIX TeHOTUIOB (55%) B peruoHe, 0JIHaKO
BbIsIBJICHHAs! 1011 45% MSTKUX TEHOTHUIIOB OKa3allach BBILIE CPEIHEro MoKa3aTess Mo
P® 36% cornacio peructpy MB P® 2021 r. Ora rpynna «MIrkux» T€HOTHIIOB
XapaKTepu3yeTcs 3HAYUTEIbHBIM pa3HooOpa3veM, 4YacToTa BAapUAHTOB MYTallUH
3849+10kbC->T — 4 (15%), L138ins(11%) u E92K (15%) B pernone Takke OKa3ajiuch
OJIHUMH M3 CaMbIX 4acThix 110 PD, B To Bpems kak yactora Bapuanta R334W(15%) B
pervoHe okasanach 3HAUYUTENIbHO BhIlIe yeM no PD (0,7%).

B 30% (8 mauueHTOB) MATKME MyTallUM OKa3aJUCh YHUKAIbHBIMU I pETHOHA
Ha MomeHT 2021r.: D1152H, L1093P, p.Lys1468Asn, F1286S, Q98R, 4022insT , —
461A->G, E217G. MHTEpeCHO OTMETHTh, YTO CPEIH HEMOBTOPSIOMIMXCS «MSATKHX)
MyTaIuii B peruoHe Toiapko D1152H Bomien B ciucok ayuiebHBIX YaCTOT T€HETUIECKUX
BApUAHTOB HYKJIEOTUIHON mocnenoBarenbHocTd reHa MBTP B PO ¢ wactoToii Ooiee
0,1%, Takum oOpa3oM ocTaBIIMECS 7 W3 MEPEUYHS YHUKAJIBHBIX B PErMOHE MyTalui

OKA3JIMCh OYE€Hb peAKUMU U 1151 PD B 1iesmom.
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['eHOMHBIE TIPOPBIBBI HM3MEHWIN JAMATHOCTUKY, KIACCU(DHUKAIUI0O W JICUYCHUE
MykoBucimo3a [113].

beun mpoBeneH aHanM3 mpeoOsIafaromuX TPYIN MYTalluid, HaMU TTOKa3aHO, YTO
npeobnagaror mytarmu F508del/ne F508del — 63,4%, nanee ciemoBaid MyTallM¥ HE
F508del/ne F508del — 25%, u camyro HeOOJBIIYIO TPYIIY COCTABHIM MAIIMEHTHI C
reHotunoM romo3urora mo F508del — 11,6%. IlomydueHHble MaHHBIE CXOXH C
peructpom 2021 r. rae oOmiee pacnpeneneHue rpynn myrauuii mo P® cocraBuio
45,4%, 24,9% un 28,2% coorBeTcTBeHHO. OJHAKO TAaKK€ HMHTEPECHO OTMETHUTH, YTO
CTPYKTYypa IpyII MyTauii B3pociibix narueaToB ¢ MB CII0 oTiryanack OT OTAEITBHBIX
peruonoB P® B 2021r.: rpynma reHotunoB romosurot no F508del (22,7%) B CII6
oKazaynach Hke no uyrcieHHocTH 4yeM B C3DO B nenom (30,5%), a Takxke HIKE, 4YEM B
entpansHoM deaepanbHoM okpyre (27,4%), FOxxnoMm denepanpHoM okpyre (32,8%) u
JlanbHEeBOCTOYHOM (enepanbHoM okpyre (33,7%), urcio romo3urot nmo F508del B CII6
npesbicusio  Tonbko CeBepo-KaBkaszckuit  denepanbubiii  okpyr  (10,3%), rae
TPaJIULIIMOHHO B CTPYKType MyTalluii TNpPEeBAIMPYET HAIMOHAIBHBIA BapHaHT
1677delTA(28,4%). I'pynna renorunoB F508del/ne F508del B CII6 oxa3zanace,
Ha000pOT, BhIIIe (63,4%) OoabIIMHCTBA peruoHOB: LleHTpanbHbIil deaepanbHbIil OKpYyT
(49,4%), HOxubiit Qenepanvubiii okpyr (44,9%), JlanpHeBOCTOUHBIN (enepaabHBbIi
okpyr (39,8%). A rpynma He F508del/ne F508del mo CII6 (25%) Oblia cxokei c
TaKOBBIMU 10 pernoHam P®: Mocksa (26,5%), [lpuBomkckuii (enepanbHbIE OKPYT
(24,4%), JlanpHEBOCTOYHBIN (PeaepanbHbIN OKPYT (26,5%).

[Tpu ananmse pacrpeneneHusl TOMO3UroT, rerepo3urot mo F508del n renorumnos
06e3 F508del B 3aBucumoctH OT BO3pacTta OOJBHBIX B HCCIICIYEeMOM PETHOHE
YCTaHOBJICHA OOIIasl TCHJICHIUS yMEHbIIeHUus moiau romosuror mo F508del ¢
YBEJIIMYEHMEM BoO3pacTta manueHtoB — 11 manwenTtoB B rpynne 18-23 roga wu
3 ManueHToB B Tpymme cTapiie 42 Jjer, KoTopas COBHAAaeT ¢ JaHHBIMH 1o PD 3a
2021r., rae HaOMI0gAI0Ch yMEHbIIeHHe 101 romo3uroT no F508del ¢ 30% B rpymime

18 ner no 12,9% B rpynne crapiie 36 net. [Io ocTanibHBIM T'€HETHYECKUM BapUaHTaM
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HaOmoanach pa3HOIUIAHOBAsl JMHAMMKA, CBA3aHHas C HEOONbIIOH BBIOOPKON
B3POCIBIX MAaIlMEHTOB HcclenyeMoro opdanHoro 3aboneBanus — rpymnmna 36-41 rox
cocTtaBuia 3 OOJBHBIX, IpyMna cTapiie 42 JIeT cocTaBuiia 7 OOJIbHBIX.

Heob6xoauMo nmog4epkHyTh, 4TO y naniueHToB ¢ MB B mociiennee necsituieTue Bo
BCEM MHUpPE KIMHHYCCKYI0 3HAYMMOCTh mpuodperaer Achromobacter xyl [129].
ITo nanupiM Perunctpa 2020 r. yactoTa BCTPEYAEMOCTH 3TOTO MATOT€HA Y B3POCIHBIX
nocturna 14,6% [23]. Bce mamueHThl B HalleM HCCIEAOBAHMM, WH(OUIMPOBAHHBIE
oaktepusimu poga Achromobacter spp. ornocunucs k Buay Achromobacter xyl. u ero
pacnpocTpaHeHHOCTh coctaBuia ot 16,6% po 37,5% k 2020 r. HccnenoBanue
MUKpoOHnoMa npoBoauiock B cpoku ¢ 2016 no 1 kBaprana 2020 r., MOCKONbKY Aaiiee
nocie crapra nangemuun COVID-19 MuxpoOuomornueckoe HMCCiIeAOBaHUE MOKPOTHI
Hamux nauuMeHToB ¢ MB 3HaumTenbHO cokpartwiock B 2020 r. 1 mepBOil MOJIOBUHE
2021 r. u panee HE YYUTHIBAIOCH B aHAIM3€ TMOJTYYEHHBIX JAHHBIX COIJIACHO
NOCTaBJIEHHBIM 3aJa4aM.

HecMoTpst Ha TO, YTO COTJIACHO OTEYECTBEHHBIM JIaHHBIM WH(GUIHUPOBAHUE
Achromobacter spp. cpeau 6opHBIX MB B P® B Cankr-IlerepOypre oaHO M3 caMbIx
BbicOKUX 7,1%, MockBe 5,7%, llentpanbHom @O 6,3%, HO HMXKE B CpPaBHEHUHU C
JaHHBIMU psJa JIPYTMX CTpaH, rie dvacrota uHuuuposanus Achromobacter spp.
3HAYMTEJIFHO BHIIIEC Y B3POCIIBIX MAMEHTOB U cocTaBisaeT 10 19,8-29% 3a mmrenbHbIH
HIepUO]] HAOJIIOICHHS, YTO MO3BOJsIeT oTHOCUTH Achromobacter spp. yoice B Tekyiiee
BpeMsi K OCHOBHBIM Bo30yautesnsim MB B CIIO, B Tom uncne u B PO u paciieHeH Kak
OMIMOPTYHUCTUYECKUIA TMAaTOT€H KOTOPHIH MOMKET BBHI3bIBATH (haTajabHbie MH(PEKIUU Yy
nanuerToB ¢ MB [89, 107].

AHanu3 JUHAMUKU pecOupaTopHO  (Jopbl MOKa3al 3aKOHOMEPHYIO
JTOMUHUPYIOLIYIO POJb XPOHUYECKONW CHHETHOMHOM WHQEKIMH BO BCE TOJbI
HaOmonennss u coctaBun 50-58%. Ilpu aHanm3e WHTEPMHUTTHUPYIOIIETO BBICEBA
CUHETHOWHOUN MH(MEKIU HAOII0JaTI0Ch MOCTETIEHHOE CHIKEHHE YacTOoThI ¢ 16,6%
110 0,04%, 4To ABISIETCA XapaKTEPHOMW JUHAMMUKOW JJIsI B3pOCIBIX NManueHToB ¢ MB.
OTMedeH TPEeBOXKHBIN SKCIOHCHIHAIBHBIA poct Achromobacter xyl. Gomee yem B

2paza — ¢ 4 (16,6%) no 9 mauuentoB (37,5%) B mannoii Bei6opke B 2018-2019 rr.,
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a TaKKEe COXPAHEHHE AaHAJOTMYHOW BBICOKOM J0iaM BO30yauTens B oOwiei
CTPYKTYpe BceX BbiCeBOB B mnocieayiomem 2019 r. (pucynku 2, 3). Craepyer
OTMETUTh CHUMMETPUYHOE CHIDKCHHE KOJMYEeCTBa MallMeHTOB B KOHIUE NepHojaa
HaOMIoIGHUsT B rpynnax OOJIbHBbIX, MH(UIMPOBAHHBIX CHUHETHOMHOW WH(pEKIMell u
Achromobacter spp., 4To cBs3aHO C JeTaJIbHBIM MCXOJOM YaCTH MAlACHTOB NMEHHO B
ATUX 2 MUKPOOHUOIOTHYECKUX IpyInax.

[Tokazarenu BeiceBa Burkholderia spp. u MRSA Obutn mpuMepHO OJIMHAKOBBIC
Ha TPOTSHKEHUU BCEro mnepuoja HabmoaeHuss u coctaBwim 12,5-17% u 8-12,5%
COOTBETCTBEHHO.

[IpoaoKUTEABHOCTh KU3HU TAIUEHTOB C «MATKMM)» TE€HOTHIIOM OKa3ajach
BBIIIE, YEM B TPYIIE C «TSKEIBIM» T€HOTUIIOM, HECMOTpPSI Ha 3HaUMMO OoJiee Mo3Hee
YCTaHOBJIEHHE JUArHo3a M Hayayuo Tepanuu (B cpeaHeMm Ha 14 jet). B aToii rpynmne He
OBLJIO CMEpTENbHBIX HMCXOAOB. [lallMeHTBHl C «MATKUM)» TEHOTUIIOM HMENu Oosee
BBICOKMI HYTpUTUBHBIN cTaTyc B nepuoa 2018-2021 roaa, 3a 3TOT Nepuoja B JUHAMUKE
Cpelud HUX He HaOJI0AaNoch A0CTOBEpHOro yMeHblieHus ypoBHs O®Bi Ilonyuennbie
pe3yNnbTaThl 0 O0Jiee COXPAHHOM Te€YeHUH MB y JHIl ¢ «MSTKUM» T€HOTHIIOM CXOXHU C
onucaHHeIMU B jautepatype [17, 32]. Ycranosiaennsiii quarno3 MB naét Bo3MOKHOCTD
OpraHu30BaTh IUIAHOBOE JMHAMHYECKOE HaAONIOJCHHE 3a TMalueHTamMu ¢ Oosee
«MSTKHUM» TEYeHHEeM OOJIe3HH JUIsi CBOEBPEMEHHOW TMNPOQUIAKTUKH U Teparuu
3a0o0yieBaHus, HAIpPABICHHBIX MPEXJE BCErO0 Ha MPOSBICHUS MOPAKEHUNW OpPraHOB
neixanusi. Cpenu OOJBHBIX C «TSOKENBIM» TEHOTHIIOM JWHAMUKA 3a0oieBaHusi Oblia
npyroil. Ymepno 7 namueHToB (23%), mpuuMHA CMEPTH — TSDKENAsl AbIXaTelabHast
HEJI0OCTaTOYHOCTh. Y AaHHBIX marueHToB y 5 (71,4%) w3 7 moruOmmx OOJIBHBIX
OTMEYCHO XpoHm4eckoe wuHupoBanue Achromobacter xyl. um xponuueckoe
unpuupoBanue P. aeruginosa y 5 (71,4%) u3z 7, y 3 (42,8%) couetaHme IBYX
XpOHHYECKUX TATOTCHOB. Bce mormOmme mManmueHThl ¢ XPOHWUYECKOW HHQEKIueh
Achromobacter xyl. wmenn mnaHpe3sUCTEHTHBIM MmTaMM MUKpoOa. OTMEUYeHHBIH B
WCCJICJIOBAaHUH JIBYKpaTHBINA pocT nHpumposanus Achromobacter xyl. conpoBoxmancs

CHMKCHHUECM YYBCTBUTCIIbHOCTHU B036YI[I/ITGJ'I$I K Kap6aHeHeMaM.
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Takum 00pa3oM BBHISIBIICHBl 3HAUUTEIbHBIC PETHOHANBHBIE OTIWYUS CTPYKTYPhI
TEHOTUNOB (0OJIbIlIEE KOJIUYECTBO «MATKUX» TEHOTHUIIOB) U PACIpPOCTPAHEHHOCTHU
XPOHUYECKOTO HH(DUIMPOBaHUS HWXKHUX JbixatenbHblx nyrted  HOT'Ob (mons
Achromobacter xyl. Beime) y B3pocnbix mamuentoB ¢ MB B CIIO B cpaBHEHUH C
naHHbiIMA P®, 4TO Ba)XHO NPOJOJDKUTH MCCIENOBATh W YUYWUTHIBaTH IPU BBIOOpE
aHTUOAKTEpUATIbHBIX MPENapaToB B CXEMaX JICUCHUS.

[lo pe3ynpTaTaM HaIEro MCCIENOBAHUA MOYKHO NPEANONOKUTh, YTO IS
B3POCJBIX MAIMEHTOB € MYKOBUCUUIO30M C «TSDKEIBIM» TE€HOTHUIIOM pPa3yMHO
THIATENIbHO CcOOM0aaTh Mepbl npoduinaktuku uHuuupoanus HOPI'Ob u panneit
dpaUKaIMKi B CIydae 3apa)KeHHs, T.K. MOCIEIYIOIee XPOHUYECKOe HHPUIIMPOBAHUE U
pasButHe pesuctentHocTH Achromobacter xyl. umeroT HeOMaronpusITHLINM MPOTHO3 IO
JTMHAMHKE CHIDKCHUS (PYHKIIMOHAIIBHOTO W HYTPUTUBHOTO cTaryca. llamueHTsl w3
TPYIIbl «MSATKUX» MYTAI[Mid, COTJACHO MOJYyYEHHBIM JaHHBIM, HaXOASTCS B TPYIIE
MEHBIILIETO PHUCKA.

NccnenoBanus KOMaHIaMU CIIEHUATIMCTOB MOJIEKYJIIPHBIX MEXaHU3MOB Pa3BUTHS
MB npu pa3nuyHbIX T€HETUYECKUX BapuaHTax reHa MBTP nmator BO3MOKHOCTH yKe B
HACTOSIIEE BpEMsI AOCTHYb 3HAYUMMBIX PE3YJIbTATOB B KIMHUYECKOW MPAKTUKE IO
YBEJIMYEHUIO MPOJOJIKUTEIIBHOCTH KU3HU MALUEHTOB C «MATKUMI» MyTauusmMu MB u
yIYUIICHUIO KadecTBa *)U3HU 00iabHBIX MB. IlomydeHHbie maHHBIE 00 OCOOEHHOCTSIX
TCHOTHIIOB B3pOCHBIX OoMbHBIX MB u  BbIsIBI€HHasT 3aBUCHUMOCTb KIIMHUKO-
(YHKIIMOHAIBHBIX TOKa3areneir OonmpbHBIX MB 0T cmekrpa maroreHHod ¢Giaopsl B
Pa3NMYHBIX [0 TE€HOTUIIAM TPYIIAX [ANUEHTOB MO3BOJISIT YCOBEPIIEHCTBOBATH
MEIMIMHCKAE W CAHUTAPHO-3MUIECMHUOJIOTUYECKUE MEPONPUATHS JJIl CHUKECHUS
WHOUIIMPOBAHHOCTH OOJBHBIX U TOBBIIICHUS TMPOJOKUTEIBHOCTH WX IKU3HH.
MoHuTOpUHT aHTHOAKTepHaTbHOM YCTOMYMBOCTHU KIIMHUYECKH 3HAUMMOU
HepepMeHTHpYOMKUX [ paMM-OTpHUIIATeNbHBIX ~ OakTepuil  JacT  BO3MOXHOCTH
ONTUMU3UPOBATH CXEMbI IPOTUBOMUKPOOHOU TEpaANUU.

Tsoxects Teuenuss MB Bo MHOrom ompenensieTcss OCOOEHHOCTSMH 3THOJIOTHHU
BO30yauTensT MH(EKIHOHHOrO IMpolecca B JErKUX M TeHOTUNoM OonbHOro. Ilpu

aHanuze cBs3u Mexay reHorunoM MBTP u Tunmamm OakrepuanbHOW HHGEKIUU
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IbIXaTEeNIbHBIX NyTEed Yy OOCIEAOBAHHBIX HAaMU OOJIBHBIX OBUIO YCTAHOBJIEHO, YTO Y
TOMO3HIOTHBIX HJIM TeTepO3UroTHeix mo wmyrtammu F508 del, Obuia moBbimeHa
BEPOSATHOCTHh XpoHHMUYecKkoro mHpuuupoanus P. aeruginosa wim Achromobacter xyl.,
0oJee BbICOKAsi 4aCTOTa MHOKECTBEHHBIX MH(EKIIMOHHBIX MUKPOOPTaHU3MOB.

[Ipu conocTaBieHUH TAKECTU FEHOTHNA Mpeolaaan TshKeNblil reHotun B 64,2%
B Tpymnme ¢ xpoHuueckuMm uHbuuuposanuem Achromobacter xyl. u 71,4% B rpynne
MykougHoro mrtamma P. aeruginosa. Ilpu 3ToM B rpyImme ¢ HEMYKOWIHBIM IITAMMOM
P. aeruginosa Hao6opoT mpeobianaad MAlMeHTbl ¢ MATKUM TeHOTUIoM 62,5%, 4To,
BEPOSATHO, CBSA3aHO ¢ 0oJiee YaCThIMU KypCaMH aHTUOAKTEPUaTIbHOW aHTUCUHETHOWHOU
Tepamnuy y MalueHToB ¢ TsHKENbIM TeHoTuioM MB, B oTBeT Ha kotopyro P. aeruginosa
yaiie noABepraeTcs MyKOUHOM KOHBEPCHUH 110 JaHHBIM JTUTEPATYPHI.

[TomyueHHbIe JaHHBIE CXOXKU C ONMMCAHHBIMU B JIMTEpaType, B psjae padot [110],
r7ie TaK)Ke yCTaHOBJICHA CBA3b reHoTuna MB u Tunom mHbumupyromeit MUKpodIophl,
NalMeHThl C OMNpEACJICHHOW MyTalMeld ¢ MEHbIIeH BEPOATHOCTHIO  OyAyT
KOJIOHM3UPOBAHBI TPAMOTPUIIATEILHBIMU MUKPOOPTaHU3MAMU.

CTOUT OTMETHTh, YTO YacTh pabdOT HE BBISBWIM B3aMMOCBS3U TIEHOTHUNA U
¢denoTma, B HUX TMOKa3aHa BBICOKAs BapHUATHBHOCTh T€HETHMUYECKOTO CIIEKTpa B
nomymsanusx P. aeruginosa 0e3 yOeauTeNbHON 3aBHCHMOCTH MHKPOOHOJIOIHYECKOTO
¢enoruna ot remoruma [95, 96]. BeposTHO, B 3TOM cCily4ae OKa3bIBacT BIHUSHUE
MUKpOOHOIOrnYeckre (PakTopbl OKPYKAIOMIEH Cpeibl, CHCTeMa KCEHOOMOTHKOB, BHE
3aBUCUMOCTH OT F€HOTHIA.

Xpouudeckas nHPekIus P. aeruginosa sBisieTcss He3aBUCHUMBIM (PaKTOPOM PHCKa
YCKOPEHHOTO IMaJIeHUS JICTOYHOW (PYHKIIMHM W CHWXKCHHs BbDKHUBaeMocth [71, 72]. Psn
WCCJICIOBAHU W KIMHHWYECKAs] TPAKTHUKA JOKA3bIBAIOT 3HAYUTEIBHOE YIYyYIICHHS
KauecTBa ¥ TMPOJOJDKUTEIBHOCTH JKM3HM Yy OompHBIX MB ¢ mosBieHuem
aMUHOTJIUKO3U/IOB, 1e(asocioprHoB 3-4 TOKOJIEHUs, PTOPXHUHOIOHOB, KapOArieHEMOB,
akTUBHBIX TpotuB P. aeruginosa [114]. Xopomo W3BECTHBI NPEUMYINECTBA
a’pO30JIbHOTO TMPUMEHEHUsI aHTUOAKTepHaIbHBIX MpenapaToB B BHJAE BBICOKOTO

JICTIOHUPOBAHUS B IPOCBETE OPOHXOB M HU3KOM YPOBHE B ChIBOpOTKE KpoBu [104, 127].
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ToOpaMuIIMH SIBISIETCSI CTaHAAPTHBIM AHTUCEIOMOHAIBHBIM aHTHOMOTUKOM,
WHTAISIUOHHBIA TOOPaMUILIUH 3HAYUTENIBHO YIYYIIIAeT TEPAreBTUUECKOE JTEUCTBUE IO
CPaBHEHHIO C TAPEHTEPAILHBIM BBEICHUEM aMUHOIIMKO3K 0B [68, 97, 98].

UyBCTBUTENBHOCTh K TOOPAMUIIMHY 10 JaHHBIM JINTEPATYphl cocTaBiseT oT 81,4
10 93%, B psAne HCCIECIOBAaHWI BBISIBIEHBI ONPEIEICHHBIE IN€HETUYECKHUE JIOKYCHI B
HITaMMax CHHETHOMHOM MaJlOYKy, MPUAAIOIINE YCTOMYUBOCTh K ToOpamununy [67, 96].

JIist  OLIEHKM  pEeruoHANbHBIX OCOOEHHOCTEM HaMHM  TPOBEIEH  aHaju3
YYBCTBUTEIIBHOCTH U30JISITOB CHHETHOWHON MH(PEKIINK K TOOpaMUIIMHY.

3HauMTeNbHBIM  mpoleHT mTammoB  P. aeruginosa  90,8%  okazanmch
YyBCTBUTEIBHBI K TOOpamuiuHy. ['pymma wmykouaHoro mrtamma P. aeruginosa
MoKa3ajga HECKOJbKO MEHBIIYK) YyBCTBUTEIBHOCTh, YEM TIpyMla HEMYKOWJIHOTO
mTaMMa, HO OKa3ajach B 3HAYUTEILHOM MPOIEHTE ciiyyaeB — 86,7% 4yBCTBUTEIbHA K
TOOpPaMUIIMHY, YTO MOXXHO OTHECTH K OCOOCHHOCTSIM M3y4aeMOro peruoHa.

Bricokass yactora OakTepHalbHONW KOHKYPEHIIMH, HCTOPUYECKH arpeccHBHas
aHTHOAKTepUalibHasg Tepanusl JErOYHOr0 BOCHAIUTEIBLHOTO Ipolecca y OOJIbHBIX
MYKOBHUCIIUJI0O30M TIpMBEJia B TOCJIEIHHWE TOJAbl K CMEHE MHKPOOHOIOTHYECKOrO
npoduiIs ¢ MPEUMYIIIECTBEHHO XpOHHUYECKOro nHpuimpoBanus P. aeruginosa Ha Takue
YCIOBHO TATOTeHHBIC MHKpoopranm3mbel kak Achromobacter xyl. u« Burcholderia
cenocepacia complex. Jlerounsie nHpEKIUK y TalKeHTOB ¢ MB yxe Oosiee mecsatu et
paccMaTpHUBaiOTCs Kak moJuMukpoOnsie dphjc ctnm

[125]. B mamem wuccienoBaHWHM MBI BBIISIHIN CICAYIOIIHEC HamOoJiee YacThie
XPOHHYECKHE aCCOIMAIMU MHUKpPOOpraHU3MoOB: S.aureus + P. aeruginosa 34,3%, S.
aureus + Achromobacter xyl. 14,1%, P. aeruginosa + Achromobacter xyl. 13,7%, S.
aureus + P. aeruginosa + Achromobacter xyl. 6,1%, 2 u 6o1ee mramma P. aeruginosa
31,8%.

MOXHO MPEANONOKUTh HA OCHOBAHMU COOCTBEHHBIX U JINTEPATYPHBIX JTAHHBIX,
yro ipu MB maTtoreHsl BBIpaOATHIBAIOT CHENU(UUECKUEe KOHKYPEHTHBIE CTpPATETHH,
MOCKOJbKY OHHM pa3BHUBAIOTCS B Y3KOM, BpaxaeOHOW cpeje, MOJBEPKEHHOU

MHOI'OYHNCJICHHBIM HN3MCHCHUAM, ITOABIIAIOTCA HOBBIC MI/IKpO6BI, KOTOPBIC MHTCHCHBHO
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W3y4YaloTCs, B TIOCJIEIHNE TO/Ibl BHUMaHUE OBLJIO yJEIeHO KOHKYPEHTHON CIIOCOOHOCTH
Achromobacter spp., u ero BHymuTeIbHOMY BHpYJIeHTHOMY apcenary [100, 101].

OTH  accolMalMyd  MHUKPOOHMOTHI ¢  3a00JeBaHMEM  TakXke  CleayeT
MHTEPIPETUPOBATHh C IKOJOTUYECKOW TOYKU 3PEHHsI, MOCKOJIbKY OHU MMEIOT MECTO B
JETOYHOM cpele, TO €CTh B OrPAaHUYCHHOM MPOCTPAHCTBE, IOABEPraroIIeMcs
pa3zHoOOpa3HOMY M30UpaTeIbHOMY JaBiIC€HUIO (MMMYHHasl CHUCTEeMa, KHCIas cpeja,
JcueHne aHTHOnoTHKamMu u T.a. [121].

bakrepuu, npunaaiexaniie k poay Achromobacter, mupoko pacnpocTpaHeHb B
€CTECTBECHHOU cpejie M ObUIM MPU3HAHBI HOBBIMH MATOTEHAMU 33 MX BKJIAJ B Pa3BUTHE
IIUPOKOTO CrieKTpa MH(MEKIMiA YeroBeka. B 4acTHOCTH, MalMeHThl ¢ MYKOBUCIIUI030M
(MB) sBisitotest cyObekTaMu, Harboltee yacTo KomoHusupyemeiMu Achromobacter spp.,
KOTOpPBhIE MOT'YT BBI3bIBATh MEPCUCTUPYIONIUE MHPEKIUA B MX JBIXATCIBHBIX ITYTSX.
XOTS MHOTHE KIMHUYECKHE AacCIeKThl M IMaTOTCHETHYECKHE MEXaHU3MBlI BCE EIIIC
OCTarOTCS HEBBIICHEHHBIMH, HHTepec k Achromobacter spp. B mocienHue rojibl pacTer.

Ocob6ennocteio Achromobacter spp. sBasieTcs NpUPOJHAs YCTOHYHMBOCTH K
AMUHOTJIMKO3UJaM,  a3TpeoHaMy, TETPAMKIMHAM, YacTU  MEHUIMJUIMHOB U
nedasocrioppuHaM, a  TakXke  CIIOCOOHOCTh  (OpMHUpOBaTh  OHWOIUIGHKH, YTO
00yCIaBIMBACT CJIIOKHOCTH IPH MPoBeaeHUU P (HEKTUBHON dpaTUKAIIMOHHON Teparmuu
[115].

Psn aBTOpOB OTMEYarOT, 4YTO BOMpOC pe3ucreHTHocTH Achromobacter spp
usydeH Henocratouno [80, 86]. YcToiunBOCTH K MPOTHBOMHUKPOOHBIM IpenapaTam
IIUPOKOTO CIIEKTPa JEHUCTBUS CEPHE3HO OTPAHUIMBAET BO3ZMOKHOCTH JICUCHHUSI.

B pamkax Hamiero uccienoBaHus ObUT MPOBEIEH aHAIN3 CPOKOB (POPMUPOBAHUS
MaHPE3WCTCHTHOCTH  YYBCTBUTEIBHBIX  ImTaMMOB  Achromobacter  spp. mpu
AHTUOAKTEpHAIBHONW TEpamuu JABYMS CXEMaMU COTJIACHO TEKYIIMM KIMHUYECKUM
pEeKOMEHJAIMsIM Ha MOMEHT wuccienoBanusa: cxema lleprasuagum 6 rp/cyTku+
aMUKallMH W CyTKH U cxema Meporenem 3 tp/cytku. [lo maHHBIM CpaBHUTEIHHOM
XapaKTepUCTUKN HE OBLIO BBISBICHO Pa3IM4YMii B 2 TpyMIax JIEYCHUS W COCTABUIIU
5,8+1,82 roga B rpynne Ledrazuaum 6 rp/cytku+ amukanus u cytku 4,48+1,41 roga B

rpynie Meporienem 3 rp/CyTKd COOTBETCTBEHHO.
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Takum oOpa3oM, MO JAHHBIM HAIIIETO WCCJIEAOBaHUS JAaHHBIA MaTOTeH
npuoOpeTaeT aJanTUBHYIO PE3UCTEHTHOCTh MPU 00€UX CXeMax JCYEHUs B OJIMHAKOBbBIC
CPOKH.

B MupoBoii nurepatype oTMeudaercs, YTo J€YEHUE MaHPE3UCTEHTHBIX IITAMMOB
Achromobacter spp. siBisieTcst CJI0KHBIM U YacTO MPOU3BOIBHBIM, IPUMEHSIIOTCS CXCMBI
B 3aBUCHUMOCTH OT KJIMHHUYECKOTO OTBETa, a TaKXe TPaJAUIMOHHBIM BO3MOXKHO
HasHaueHue npenapatos Off lable [78, 79]. Takum oGpa3om 3a mporeaIne roja cxema
JIeYEHUsl JAHHOTO TMAaTOreHa MpeTeprieBald W3MEHEHHS, UYTO HAILIO W3MEHEHUs B
cXeMax KIMHUYECKUX PEeKOMEHAAIMI 1 ocTaeTcsi chepoil HaydyHOro UHTepeca.

[Ipy yCcTaHOBIEHHOW XPOHWYECKON HWHOEKIUU MPEATIOUYTUTEIHBHBIM SBISCTCS
HAa3HAYCHUE WHTAIIIMOHHOTO KOJMCTUHA JJIMTENIBHO, a TaKXe IpenapaToM BblIOOpa
SIBJISIETCST MEPONEHEM KaK WHTAJISIMOHHO, TaK M BHYTPUBEHHO. 3ajayeil HaIero
UCCe0BaHus ObUIO orleHKa d(PGEKTUBHOCTH JIBYX CXEM JICUYEHHUS MAHPE3UCTCHTHOTO
mramma Achromobacter spp. B 3aBUCMMOCTH OT JI03bI MEpPOIICHEMA.

Jnst onieHku 3 (PEKTUBHOCTH JI€UEHHUS JBYX TPYII MPOBEIEHA CpPaBHUTEIbHAs
XapaKTepUCTUKa TPYINI IO KOJMYECTBY, IOJYy, CpEIHEMY BO3pacTy U CpOKam
uHunrpoBanus. [Ipyu olleHKE OCHOBHBIX XapaKTEPUCTUK JIBYX CPaBHUBAEMBIX TPYIII
HE OTMEUYEHO pa3HMIBI [0 BO3pPaCTy, JOJMW THKEIBIX MyTallud U CpOKam
uHbuipoBanus Achromobacter spp. B rpymnme meponem 3 rp/cyTku mpeoOiiaganu
myxxkuunbsl 71,5%, a B rpymme wmeporieHeM 6 Tp/CyTKM HMX OBUIO MEHBIIMHCTBO.
B oTHOmIEHNU cpemHero Bo3pacTa U CpoKOB MHGHUIIMPOBAHUS TPYIIIBI CPABHEHUS OBLITU
OJTHOPOJHBL. TakuM 00pa3oM MPeasIOKEHHbBIE TPYIIIBI CPABHEHUSI OBLITN MPUTOJIHBI TS
JIOCTOBEPHOTO CpaBHEHUS S(PGPEKTUBHOCTH JICUEHHUS PA3HBIX CXEM JO3UPOBAHUS
aHTHOAKTEPHUATILHOTO TIpeTnapara.

Hns  omenku  >G(PEKTUBHOCTH  Tepamuu HAMU  BbIOpaH  TIOKa3aTelb
MPOAOJDKUTENBHOCTH KU3HU B CPOKHU uccaenoanusa 2016-2021 rr., BBugy TOro 4ro Bce
11 manmeHToB ¢ XpoHWYeckuMm wuHpuuupoBanneM Achromobacter spp. mpoxomuau
Kypchl  aHTHOAKTepHATbHOW Tepamuu B  paMKaxX CTAallMOHAPHOTO  JICUCHWSI,
3aJIOKyMEHTUPOBAaHA TOJIOKHUTEIIbHASI KIWHUKO-TA0OpaTopHas JWHAMHKAa Ha (oHE

JICUCHUA U OTCYTCTBHC OCJIOKHCHUM Y BCCX BKIIIOUCHHBIX IMAITKMCHTOB obenx I'pyI1il.
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[Ipu oneHKe BBKUBAEMOCTH MAIIUEHTOB U3 TPYIMI CPABHEHUS HE OBLIO MOIYYEHO
pa3uuuii B CPOKaxX BBDKMBAEMOCTH IMPU TEPAUU MEPONeHeM 3 I./CYTKU U MEpOIeHEM
6 r./cyTku, TakuM o0Opa3oM IO JaHHBIM HAIIETO HWCCIEIOBAaHUS ACKaJIalMs
AHTUOAKTEpUATIBHOW Teparuu He SIBISETCS JOMHHHUPYIOIIEH CTpaTerueu, a COCTaBiIsIeT
4acThb KOMIUIEKCHOTO JieueHUs MmauueHToB ¢ MB. «Tspokenblil» TreHOTHUII MyTaluuu
nanueHToB ¢ MB 3HauuWTENbHO BIMSET HA BBDKMBAEMOCTh B3POCIBIX IMAIIUEHTOB, IO
pe3yjibTaTaM HCCIEIOBaHMS BCE YMEpIIWE TMAlMEHTBhl ObUIA U3 TPYIBl «TSIKEIOTO»
TE€HOTHIA.

AHanu3 XapaKTePUCTUK TMAIMEHTOB ¢ WH(OUIIMPOBAHUEM HIDKHUX JIBIXaTEIbHBIX
nyTell TpaMoTpHUllaTeIbHON (IOpOoH JacT BO3MOXKHOCTh ONTUMHU3HUPOBATH CXEMBbI
NpOTUBOMUKPOOHOU Teparnuu [108, 117].

OnHolt U3 3a7a4 HAIIETO MCCIE0BaHUs OBIJIO M3YYeHHE OCOOCHHOCTEH TEUCHUS
COVID-19 y B3pocnbix OonbHbix MB B mepuon mannemun. K momeHTy Hauana
UCCJIeIOBaHUs OBLJIO M3BECTHO, COTJIACHO MPOBEIEHHOMY MeTaaHanuzy 506 ciyuyaes
oeccumnromHoro TeueHuss COVID-19, 3adukcupoBaHHBIX B MupeE, OOJBITUHCTBO
MaIlMeHTOB C 0€CCUMNTOMHBIM TedeHHUEeM cocTaBuiin netu (33,8%) W JI0au MOJIO0TO
Bo3pacTta (30,9%) [92]. Uro kacaetcs marentoB ¢ MB, To mo nanabiM EBpomeiickoro
obmectBa MykoBucummoza Ha 20.01.2020 r., y 80 manuentoB (19,4%) Toxe Oblia
BBISIBIICHA KOpOHAaBUpYCHas MH(eKIus 0e3 kakux-mu6o cummnromoB [90]. Bo3moikho,
ATO CBA3AHO C MPEUMYIIECTBEHHO MOJIOJBIM BO3PACTOM MAIMEHTOB. TakuMm 00pazom,
MBI MO>KEM TPEATNOIO0KUTh, UYTO Y YACTH HE «OOJIEBIINX) MAIMEHTOB U3 HAIIEH TPYIIIBI
uccienoBanus (43 OOJIBHBIX) MOTJIHM OBITh HE BBISBICHHBIE OECCHMIITOMHBIC CIIydau
COVID-19, ognako He MOXeM yTBepKaaTh. [lo dhakTHIecKuM COOCTBEHHBIM JTaHHBIM
pacpoCTPaHEHHOCTh HOBOW KOPOHABUPYCHOW MH(EKIIMU CPEN B3POCIBIX MAIUEHTOB
MB CIIG6 u JIO coctaBnisier MuHuMyM 17,85% (10 ciiyuaeB Ha 56 malueHTOB).

Cpenu 56 naruenToB y 10 BeIsiBIIeHa KOPOHABUPYCHASI MH(DEKIHS, y 2 TTAIIMEHTOB
OHA MPOTEKaNa B TSHKENOM opMe, OCIOKHIIACH BHEOOTHHUYHON JBYCTOPOHHEH
MMHEBMOHUEHN, TPOBEJECHO CTAIMOHAPHOE JICUCHHE C TOJIOKUTEIBHBIM 3 (PEKTOM.

8 manmeHToB nepeHecn HHPEKIUIO B JIETKON (hopMe, HAXOAUIUCh HA aMOYyJIaTOPHOM

JICYEHUU TAKXKE C MOJOXKUTEIbHBIM () PexToM. [Ipu olieHKe HYyTPUTUBHOIO CTaTyca
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y 3a00JICBITUX, Y SAMHCTBEHHOW MAIIMEHTKH ¢ ASHUIIMTOM MACChI TeIa

(UMT =15,62 kr/m?) 66110 oT™MeueHo Tsxenoe Teuenue COVID-19, notpe6oBasiuee
CTaLlMOHAPHOI O JieueHUs. Bropoii rocniuranu3upoBaHHblii nauueHT umen UMT na
HmxHell rpaaune HopMsl (MMT =18,56 kr/m?). Cea3u Tsxenoro tedenus COVID-19 y
narueHToM MB ¢ HyTpUTHBHBIM CTaTyCOM HE OTMeYaaoch [77].

HecMoTpst Ha TedeHMe MUPOBOM TMaHACMHH, B yKa3aHHOE BpPEMsI COXpaHsSIach
NOTPEOHOCTh B TPOBEICHUM CTAIMOHAPHBIX KYpPCOB JIedeHUH OO0NbHBIX MB mpu
TsoKesoM oboctpenunu [81]. M3 uncna oOcie10BaHHBIX HAMH, 3 TMAIIMEHTOB C TSHKEIBIM
TEYCHHEM cMemaHnHoi Gopmbel MB ymepinu 3a Bpemsi HaOIIOCHUS B CBSI3U C TSIKEIBIM
000OCTpEHHEM OCHOBHOTO  3a00JICBaHUS W  MPOTPECCUPYIOIICH  JbIXaTCIIBHOU
HEJI0CTaTOYHOCTHI0. KIIMHUKO-PEHTIeHOJIOTHYECKass KapTHUHA, JIa0OpAaTOPHBIC JTaHHBIC
NAIMEHTOB HE COOTBETCTBOBAIM KOPOHABUPYCHON MH(EKIIMH, MUHUMYM JIBYKpaTHBIC
ITIIP na SARS CoV?2 6biu oTpuratenbHblie, AaHHbIX 32 COVID-19 He momydeHo.

He 6but0 oTMEUeHO TsDKENOro TeueHHsl WM JieTalbHbIX ucxogoB COVID-19 y
B3pOCIbIX manreHToB MB B peruone. 3abojieBaHHE MPOTEKAIO MPEUMYIIECTBEHHO B
nerkoit gopme, Toapko B 37,5% ciydaeB moTpeOOBaioOCh CTAllMOHAPHOE JICUEHHE I10
MOBOJIy O0OOCTpEHHUS OCHOBHOTO 3a0oyieBaHus, U B 62,5% — aMOynaTOpHOE, U3 HUX
nosioBuHa — 5 manueHtoB (31,5%) monmy4anu TOJIBKO CHUMIOTOMATHYECKOE JICYEHUE
aMOysiaTopHOo 0€3 JIONMOJIHUTEIBHOTO Ha3HAYeHUS AaHTHOAKTEpUAIbHOW Tepamuu C
MOJIOKUTEITLHBIM KIIMHUYECKUM 3P (HEKTOM.

[Ipu olileHKe KIMHUYECKUX O0COOCHHOCTEH MH(MEKINN y MallMeHTOB HE OTMEUYEHO
pa3IUYMi 10 TEHOTUIY WX BUIY WH(PUIIMPOBAHMS HIDKHHUX JBIXaTEIbHBIX MyTeH Ha
pasButue kopoHaBupycHoi wHbeknuu COVID-19. Cpenu mamueHTOB NEPEHECITUX
kopoHaBupycHyto wuHbpeknmuio COVID-19 B ob6eux rtpynmax amMOyJaTOpPHOTO U
CTAIIMOHAPHOTO JICYCHHSI BCTPEYAINCH MAITUEHTHI M C TSHKEIBIM M C MSTKHUM T€HOTUTIOM
B PaBHOHM CTEIMEHHU, TAK)KE, KaK M C XPOHHUYECCKUM HMH(DHUIIMPOBAHUEM KaK 30JI0TUCTHIM
CTaMIOKOKKOM, TaK U MHPHUITMPOBAHKEM rpaMoTpHIaTeibHol (hiopoii (P. aeruginosa,
Achromobacter xyl. u Burcholderia cepacia).

B nenom, kak 3apyOexHble, TaK U COOCTBEHHBIC JAaHHBIC MOKA3BIBAIOT, YTO HA

dore MB COVID-19 nporekaer varie B jierkoi popme [73]. 3aboneBaemocts COVID-
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19 He BbllIe, yeM B OOIIEH MOMYJSLUHU, YTO CBS3BIBAIOT, KaK C MOJIOABIM BO3PacTOM
NAlMEHTOB, MX paHHEW M CTPOroM H30JsALMEH, C HaBbIKAMU 1O NPOPUIAKTUKE
nHpexuuu, TaKk W, BO3MOXKHO, C NpoBOAUMON OaszucHoW Tepanueir. Cpenu
TEpaneBTUYECKUX KaHIWIATOB, 3aluIIarouux OonbHBIX MB oT Tskenoro TedeHus
COVID-19, paznuuHbIMU aBTOpaMH YKa3bIBAIOTCS CIEAYIOIIME MpenapaThl: JOpHa3a-
anb(a, a3UTPOMUIIMH, MPUMEHSEMBbIH C MNPOTUBOBOCHAIMTEIBbHOM LEIbI0O HAa (OHE
CUHETHOMHON MH(EKIINHU, YaCThIe KypChl aHTHOAKTepHalibHOM Tepanuu [51, 118].

Honrocpounsie nocneactsusi COVID-19 nns HaceneHuss ¢ MyKOBHCIIHU030M
OCTaIOTCSI HEU3BECTHBIMU U TPEOYIOT JaJIbHEHUIIIEro U3yYeHusl.

[Tonydyennsle naHHbIE 00 OCOOEHHOCTSIX T€HOTHIIOB B3pOCIbIX OONbHBIX MB u
BBISIBJICHHAs] 3aBUCUMOCTh KIMHUKO-(QYHKIIMOHAJIBHBIX MOKa3aTesnei OonbHbIX MB oT
CIEKTpa MaTOreHHOU (PJIOPHI B PA3UYHBIX IO T€HOTUIIAM TPYIINaxX MalMEeHTOB MO3BOJISIT
YCOBEPILIEHCTBOBAaTh MEIMIIMHCKUE U CAHUTAPHO-3IMUJIEMHOJIOTHYECKAE MEPOIPHUITHUS
JUTSL CHIDKEHUS! MHOUIMPOBAHHOCTH OOJIbHBIX U MOBBIIICHUS MPOJOIKUTEIBHOCTH UX
KU3HA. MOHUTOPUHI aHTUOAKTEPUATIBLHOM YCTOMYMBOCTH KIMHUYECKH 3HAYUMOUN
HE(DEPMEHTUPYIOIIUX  TpaMOTPULIATENIbHBIX ~ OakTepuid  JacT  BO3MOXKHOCTH
ONTUMM3UPOBATH CXEMbI IPOTUBOMUKPOOHOMN TEpAIIUU.

Takum o6pazom, MB wumeer CcBOM JIUIEMHOJOTHUYCCKHE W TCHETHYCCKHE
OCOOEHHOCTH, YTO HEOOXOAMMO YYHUTHIBATh MPU CO3JAHUU JUATHOCTUYECKUX U

JIe4EOHBIX TTPOTPAMM.



98

SAKVIIOYEHUE

Takum oOpa3om, MOABOIS MTOT TMPEJCTAaBICHHBIM B 3 TJjaBe pe3yJibTaTam
MPOBEICHHBIX HCCJIEAOBAaHUM, CIEAYET OTMETHTh, UYTO COBPEMEHHAs OKpY’Karolas
cpena ISl MAlMEeHTOB SIBJISETCS MCTOUYHUKOM IITAMMOB MHUKPOOPraHHU3MOB, HamboJliee
3HaYMMBbIE U3 KOTOPBIX 3T0 P. aeruginosa u Achromobacter Spp.

AHanu3 NaHHBIX, MOJYYEHHBIX MPU KOMIUIEKCHOM OOCIEOBAaHUU TAIMEHTOB
MOKa3aJl MPEUMYIIECTBO KOMIUJIEKCHOTO JICUEHUS MO CPAaBHEHUIO C YBEIMYECHUEM
JIO3UPOBKHU aHTUOAKTEPUAIIBHBIX MIPENapaToB HIMPOKOTO CIIEKTpa ACHCTBUS.

[lo nHamuM pAaHHBIM, TEpanusT MEPONEHEMOM MAHPE3UCTEHTHBIX IITAMMOB
Achromobacter spp. B yBelnueHHON J03MPOBKE 6 TP/CYTKM HE MMEET IMPEUMYIIECTB B
BBDKMBAEMOCTH, a 3HAYUT NPUMEHEHUE 0a30BOW [103bI, MPEIOKCHHOW TEKYIIUMHU
PEKOMEHIAIUSIMUA M COOJIIOJICHUEM TOJHOTO KOMIUIEKCHOTO JICUEHUS CIOCOOCTBYET
paBHO3HAYHO A(P()EKTUBHON Tepanmuu C BO3MOXKHOCTHIO MPO(UIAKTHKUA MOOOYHBIX U
TOKCUUYECKUX 3P (DEKTOB.

Pe3ynbpTaThl HACTOSAIETO UCCIIEA0BAHUS TOKA3aIM, YTO rpyIina 6oabHbIX MB, rie
MpOBEIcHA TepaIisi MEPOIICHEMOM YyBCTBHUTEJIbHBIX mTaMMOB Achromobacter spp. e
UMEET MPEUMYIIECTB B PA3BUTHUU CKOPOCTU PE3UCTEHTHOCTH IITAMMOB.

[IpennoxkeHHass B HCCIEJOBAaHUM METOJMKA COXpaHEHUs 0a30BOil Tepanmuu
TOOPaMHUITMHOM XPOHUYECKON CHHETHOMHON MH(EKIINKM aKTyalbHa BBUAY BBISIBICHHOU
pErHOHaIbHOM  OCOOCHHOCTM —  BBICOKOM  YYBCTBUTEIBHOCTH K  JaHHOMY
aHTHOAaKTepHaNbHOMY TMpemnapary. Hactosimas paboTra MOMXET CIYyKUTh OTIPaBHBIM
ATaroM  JUId  TOCIEAYIOIIUX  HCCIENOBAHUM  CO3JaHUS  ONTHMAIbHBIX  CXEM
MPOTUBOMUKPOOHOM Tepanuu TMpH MOPOrPeCCUPYIONIEH MAaTOr€HHONM MHUKPOOHOU
Harpy3ke B3pOCJIBIX MAalUUEHTOB MYKOBHCUMI030M IO MEpE YBEIWYECHUS Yy HUX
MPOAOJKUTENBHOCTH KU3HMU.

YuureiBass ~ BCE  BBIIIEU3JIOKEHHOE,  CTAHOBUTCA  OYEBHAHBIM,  4YTO
MUKPOOUOIOTUYECKUN U TeHETUUECKUI CTaTyC B3pOCIbIX ManueHToB ¢ MB onpenensier
UX TPOTHO3 M SBIAETCS MPEAMETOM H3YUYEHUSI PETUOHAJIBHBIX OCOOCHHOCTEH IS

3 PEeKTUBHOTO JIeUEHUsI JAaHHOW PYIIIbI MAIIUEHTOB.
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BbIBO/bI

1. B CII6 u JIO BbIsiBIIEHa BBICOKAsi 4acTOTa B3pOCibIX narueHToB MB (45%) ¢
«MSITKAM» T€HOTHIIOM U 3HAUYUTEILHOE pa3HOOOpa3ne MSITKUX MYTallMil B CPAaBHEHUU C
JIPYTUMU PETHOHAM, YTO CIIOCOOCTBYET JOCTOBEPHOMY YBEIMYEHUE CPEIHETO BO3pacTa
29,849,24 (2021 r.) u KomuuecTBa B3poCibiX 6onbHEIX MB B peruone 3a 6 net (2016-
2021 rr.) OrmeueHo HapacTaHue xpoHudeckoro uHpuuupoBanuss HOI'Ob undexunn:
Achromobacter spp. (17,5%) u Burkholderia spp. (8,7%).

2. YacToTra «TsSKeJIoro» reHOTUrNa y B3pOCIIbIX MalueHToB MB ¢ XpoHHYeCKUM
uHdurupoBanueM HOI'Ob Beie, yem B rpynmne «MsITKHX» T€HOTUIIOB U COCTABJISET
64,2% nas Achromobacter spp., 71,4% nans P. aeruginosa mucoid. Hemykowumnas
¢dopma P. aeruginosa varie BcTpedaeTcs y MalMEeHTOB € «MITKHM)» T€HOTHIIOM B 62,5%.
VYcTaHOBJIEHO, YTO THUI TEHOTUIIA BIMAET Ha BBDKMBAEMOCThH manueHToB, 100%
yMEpIUIUX MallMeHTOB UMEIN TSAXKEIbIA TeHOTHII.

3. BykpatHbiii poct wuHbuMpoBanus Achromobacter spp. 3a mepuon
UCCIICIOBAHUSI  CONPOBOXKJAJICS  MPOTPECCUBHBIM  CHIDKEHHEM  YYBCTBUTEIHHOCTH
BO30ynuTens k kapOamenemam ¢ 53,8% mo 30,7%, uyTO mpuBENO K YBEIMYEHHUIO
CMEPTHOCTH, YHCJIO MAIMEHTOB YMEHBIIMJIOCH K KOHILy Iepuoja HaOmwoneHus. Bce
HorulIMe MalnueHThl C XpoHudeckodl wuHpekiuerr Achromobacter spp. wumenu
MaHPE3UCTEHTHBIN ITAMM U «TSKENbI» TeHOTUIL. VI3MEHYMBOCTh UYyBCTBUTEIBHOCTU K
KapOarneHeMaMm SIBJISICTCS KIIMHIUYECKH M ATHIEMUOJIOTMYECKH 3HAYMMOM 1 YKa3bIBaeT Ha
HEOOXOJMMOCTh MOHUTOPHUHTa AHTHOMOTHKOPE3WCTEHTHOCTH B JAWHAMHUKE IS
s pexTuBHOTO JeUeHUS narueHToB MB.

4. 3ab6onesanue COVID-19 B 2020-2021 rr. y B3pocasix nanuentoB MB B CII0
n JIO mporexano mpemMyIIeCTBEHHO B JIeTKOW ¢opme, 0e3 mpu3HAKOB 0OOCTPECHHS
OCHOBHOTO 3a00JIeBaHUsI, HE OBLJIO 3aPETUCTPUPOBAHO TSHKEIOTO TCUCHHSI HMHPEKIINH U
JIETAJIBHBIX MCXOJOB B PETHMOHE. YCTAaHOBJIECHO, 4YTO B3pOCiHbIM nanueHtaMm MB ¢
COVID-19  uCKIIOUMTENTRHO  CHUMITOMATHUYECKas  Tepamus  HECTCPOUITHBIMU

MMPOTHUBOBOCIIAJIUTCIIBHBIMU CPECACTBAMHU ABJIACTCA JOCTATOYHBIM 00BEMOM TCpaIlnu u
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He TpeOyeT Ha3HaueHus aHTHOakTepuaibHOM Tepanuu B 50% ciaydaeB amMOyIaTOPHOTO
JICYECHHUS.

5. IloBbllieHne A03bI MeEpoONEHEMa B TPYIIEe PE3UCTCHTHBIX IITAMMOB
Achromobacter spp. He BiHMseT Ha BBDKHBACMOCTb NAIMEHTOB. CXEMBI JICUCHMSI
MeporneHeM U ne(Ta3uauM + aMUKallMH HE HWMEIOT pas3IMuuii B pPa3BUTUH CPOKOB

PE3UCTCHTHOCTH Y YyBCTBUTEIIBHBIX IITaMMOB Achromobacter spp.
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NPAKTUYECKHUE PEKOMEH/JALIUU

1. Tlpu dhopmupoBanum rpymmsl prcka no uHpummpoBanuto Achromobacter xyl.
y B3pOCIBIX MAIMEHTOB C MYKOBHUCIHIO30M I€71€CO00pa3HO BBIACIATH MAIEHTOB C
«TSDKENBIMIY MYTAIMsAMHU, YTO JaeT BO3MOXXHOCTH CBOEBPEMEHHO 0Oo0jiee TIIaTeITbHO
BBITIOJTHATH MEPHI IO CHUKCHHIO PUCKA 3apaKCHHS.

2. llpennmokeHO TpPHUMEHEHHWE CXEMBI JIeYeHHsS [edTa3uaIuM/aMUKaIuH IS
NAIMEHTOB C  XPOHMYECKUM  HWHOUIMPOBAHUEM  YYBCTBUTCIBHOIO  IITaMMa
Achromobacter xyl. kak paBHO3HAYHO JEHCTBYIOIICH HA Pa3BUTHE PE3UCTCHTHOCTH B
OyayIieM B CpaBHEHHUH C TPYIIONH MEponeHeMa.

3. PexomeHIOBaHO  TMPOJOKEHHWE  JUIMTETBHOW  KypCOBOM  Tepamuu
TOOPaMUIIMHOM JJIsl MAlMEHTOB C XpOHUYeCcKuM uH(pumpoBanueM P. aeruginosa B
Cankr-IlerepOypre u  JleHuHrpaackoi  o0JacTH  BCJIEACTBHE  BBIABICHHOMN
PErMOHaIBLHON 0COOEHHOCTH — BBICOKOW YYBCTBUTEIBHOCTH IITAMMOB K IIpenapary.

4. Jlns >PexTUBHOrO JieueHus B3pOCibIX MaiueHToB MB He pexomeHmoBaHO
YBEJIMUEHUE [103bl AHTHOAKTEPHAIbLHONW TEpamuu MEPOIEHEMOM, I1eJecOo00pa3Ho
UCIIOJIb30BaHHE IO3UPOBKH, COTJIACHO TEKYIIHUM PEKOMEH IAIIUSM.

5. Ilpu otcyrcTBUM TPU3HAKOB OOOCTPEHMsSI OCHOBHOIO 3a00JIEBaHUS Y
aMOyJIaTOPHBIX B3POCIbIX 001bHBIX ¢ MyKoBHCIUA030M ¢ COVID-19 cnexyer cuurtath
s pexkTBHON cXxemy JiedeHHs 0e3 Ha3HAYCHHS JIOMOJHHUTEIHFHOW aHTHOAKTEpHUaIbHON

Teparuu.
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CIIUCOK COKPAIIIEHU U YCJIOBHBIX OBO3HAUYEHUH

BO3 — Becemupnas Opranusanus 31paBoOXpaHEHUs
JIO — JleHunrpajckas 001acTh

MB — MYKOBHUCIIU03

MBTP  — TpaHcMeMpaHHBIN I'€H MyYKOBHUCHU03a

H®I'Ob — HedepMeHTUpyIOIIME TPpaMOTpUIIATEIbHBIE OaKTEpUU

P® — Poccuiickaa ®@enepanus
CII6 — Cankr-IletepOypr
®BJ1 — (DYHKIIUSI BHEIITHETO JbIXaHUS

ECFS  — European Cystic Fibrosis Society

— EBporeiickoe 00IeCTBO MyKOBHUCIIH103a)
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