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BBEJAEHUE

AKTYaJIbHOCTb NMPOOJIeMbI

MyxkoBuctuo3 (MB) (unu kucto3neii  GuOpos, cystic fibrosis) — camoe
pacnpoCcTpaHEeHHOE HACJIEACTBEHHOE 3a00sIeBaHNe, KaK CPEIH €BPOIICOHIOB B IIEJIOM, TaK
u B Poccun B yacTHOCTH. OHO XapaKTepU3yeTCsi MOHOT€HHBIM ayTOCOMHO-PEIECCUBHBIM
TUTIOM HacjenoBaHus W oOycioBiaeHo wmytamusmu teHa CFTR (cystic  fibrosis
transmembrane regulator), KOTOpbIe, B CBOIO OY€pe/lb, IPUBOASIT K MPEKPAILICHUIO WU
HapyUIEHUIO pabOThl TPAHCMEMOPAHHOTO XJIOPHOTO KaHalla anvKajlbHOW MOBEPXHOCTHU
OOJIBIIMHCTBA SMUTENNAIBHBIX KJIETOK OpraHu3Ma U, KaK CJIe/ICTBUE, CTYIIEHUIO CEKpeTa
CIM3UCTBIX O000JOYEK M HK30KPUHHBIX >K€Je3, MYJIbTHCUCTEMHOMY TMOPAXKEHUIO C
BHEITHECEKPETOPHOM HEAOCTATOYHOCTHIO U TSHKETIOMY MH(EKIIMOHHO-BOCTIAIUTETEHOMY
nporeccy [1; 2].

Enie HecKoIbKO NECATKOB JIET Ha3aj MaiueHTsl ¢ MB ymMupanu B paHHEM JETCKOM
BO3pacTe OT MHEBMOHUHU W UCTOIIEHUS, 00yCIOBIEHHOTO ManbabcopOuueid. [lammenTo
HE <«JIOKMBAIW» A0 JPYrMX TMpPOSIBICHUM 3a0ojeBaHusi, Jejiasg MyJIbMOHOJIOTOB U
racTPO3HTEPOJIOTOB €IMHCTBEHHBIMU CIEIUATIMCTAMHU, KOTOPBIE OCYILIECTBIISLIN JICUEHUE
ATOM CIIOKHOM Kareropuu OOJIbHBIX. 3HAYUTEIbHBIC YCIIEXH B OPTaHU3AlMU MTOMOIIH
nanuenTam ¢ MB, nosiBiieH1re HOBBIX MTpENapaToB U HANPABICHUH JICUEHUS! 3HAYUTEIIbHO
YBEJIUYWIN MPOJOJKUTEILHOCTh M KaU€CTBO KU3HU JIIONIEH C JaHHBIM 3a00JIeBaHUEM,
YTO MOTpPeOOBaNO MpUBJICYEHUS OOJIBLIIOTO YHCIA CIECHUATUCTOB B CBSI3U C
MOJIMOPTAaHHOCTBIO  MOpaXeHus. TsoKenble TPOSBIECHUS CO CTOPOHBI  BEPXHHUX
JBIXaTeIbHBIX MyTEH, Mpexkae BCero, pedpakTepHbId K CTAaHAAPTHOMY JICYCHHUIO
xpoHundeckuit puHocunycut (XPC), kak ¢ moimnamu, Tak u 0e3 Hux, BHenpuiau MB u B
chepy MAEATENbHOCTH Bpavye-OTOPUHOJAPUHTONOrOB. OnHako mpodecCHOHATbHOE
COO0OIIECTBO 0KA3aJI0Ch HE BIOJIHE TOTOBBIM K 3TOMY B CBS3H C Ie(pUIIUTOM HH(POPMALIIH
U TPYOHOCTSIMHU MEXIUCIMIUIMHAPHOTO B3auMoneucTBUs. OTHOCUTENbHAS PEIKOCTH
3a0oneBanuss (Mo paHHbIM  «lIporpammbl 14 BBICOKO3aTpaTHBIX  HO3OJOTHID)

MunuctepcTBa 3npaBooxpaneHusi PO, ob1iee KoauyecTBO MallMEHTOB B HAIIIEH CTpaHe



Ha 2025 rox cocramiseT 4799 denoBek) U paccpeOTOYCHHOCTh OOJIBHBIX MO OOJIBIION
TeppuToprun Poccnn mpakTHUeCKH UCKITFOUWIIA BO3MOKHOCTh HAKOIUJIEHUS 10CTATOYHOTO
o0beMa TaHHBIX «B OMHUX pykax». Co3maHue peruoHanbHbIX [[eHTpoB MyKOBHUCITHI03a
n «Perucrpa mauMeHTOB ¢ MYyKOBUCIMII030M B Poccuiickoii denepaunmn», KOTOPBIU
BereTcss B crpaHe ¢ 2011 roma, mMO3BOJMWIO JIMKBUIUPOBATH 3TOT Tpoben ¢
«IEeIUaTPUYECKON U MYJIbMOHOJIOTMYECKOM TOYEK 3pEHHs», OJHAKo nopaxenue JIOP-
OpraHoB JI0 MOCJIEIHET0 BPEMEHHU 0CTaBaI0Ch 3a MpeesiaMy 3TUX 3HaHui. JIuib padoTa
MOCJIEZIOBATENBHO B ABYX (enepaibHbIX KIUHUKaX: «HayuHblil 1IEHTp 310pOBbs AETEN»
(apiHe OTAY «HMMULI 3n10poBes aeteit Munznpasa Poccuny) u ®I'BY «HannonanbHbIiM
MEIULMHCKHI HCCIEI0BaTENbCKUI LEHTp oTopuHonapunroiorum» ®MBA Poccun —
BeAymux IeHTpax mno mnpodwsim «llemuarpusi» u  «OTOPUHOIAPUHTOIOTHS
COOTBETCTBEHHO U TecHOE B3anMozencteue ¢ ®I'bHY «Menuko-reHeTnueckui HayYHbln
1eHTp uM. akagemuka H.I1. boukoBay, kpynueimmm B Poccnn LlenTpoM MykoBucnnio3a
MockoBckort obnmactu Ha 6aze I'bBY3 MO «HUKU nercrea M3 MO», kademnpoii
I'enetuxu OoJie3Hel NbIXaTeIbHOM cUCTEMbl MHCTUTYTa BBICIIETO U JOMOJHUTEIBHOTO
npodeccuonanpHoro obpazoBanus GI'BHY «MI'HLl» mo3Bommim B KakoW-TO Mepe
CHUCTEMAaTU3UpOBaTh HAKOIUICHHYKO Ha  JaHHBIH MOMEHT uH(opManuio 00
OTOPHUHOJIAPUHTOJIOTHYECKOM COCTABIIAIOIIEH MyKOBUCUIIN103A.

3a BCIO UCTOPHUIO M3YYECHHS JAHHOTO 3a0oyieBaHus B Poccuu ObUIO BBIMOJIHEHO
5 IMccepTalMOHHBIX PadoT (IUccepTallMi HAa COMCKAHWE YUYEHOW CTETNEeHU KaHJujara
MEUITMHCKHX HAyK), 3arparuBatonux npoodnemy JIOP-nmatonoruu nmpu MB [3; 4; 5; 6; 7],
KOTOPBIE OCBETUJIM OTAC/IbHBIE aCMEKThI TaHHOU MpoosieMbl. OHAKO KpyIHbIE pabOTHI,
u3yyaromue MexaHusmbl (opmupoBaHus XPC u 0O0beIUHSIONIME BCE HaIPaBICHUS
OTOPHUHOJIAPUHTOJIOTHYECKOM TMOMOIIM nanueHtam ¢ MB, k Hacrosmemy BpeMeHU
OTCYTCTBOBAJIH.

Bonbimoe gncio 3apy0eKHBIX UCCIEIOBAHUN B JAHHOUW 00JIaCTH BPSIJ JIM MOKHO B
MOJTHOM MEpEe SKCTPAINOIMPOBATh HA POCCHUMCKYIO KIMHUYECKYIO MPAKTHUKY B pa3pese
KOPPEJSILIUYA «T€HOTUM-()EHOTHUID» U3-3a TE€TEPOTC€HHOCTH CIIEKTpa MyTaIlui (MX OMKUCAHO
6omee 2000), xapaKTepHOTO /ISl PA3HBIX TeOrpapUIeCcKUX 30H U ATHUUECKUX rpyni. Tak,

pacrnpoCTpaHeHHOCTh caMoro 4yactoro reHeruueckoro Bapuanta F508del B CILA
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cocrasiusaeT 85,8%, a B Poccun — tonbpko 52,6% [8; 9; 10]. IIpu 3TOM cpenut poOCCUMCKHUX
MAalMEHTOB 4YaCTbl JHJAEMHUYHBIE, T.H. «CIABSHCKHE», «UYBAILLICKHE», «KAaBKA3CKUER,
«EBpEUCKUE» U APYrue reHeTHYECKHE BAPUAHThl HYKICOTUIHOM MOCIIEI0BATEIbHOCTH
reHa CFTR, kpaiiHe peKo BCTpeUaromuecs 3a pyoekoM U MO3TOMY HE BKIIFOUAaeMbIC B
HCCIIeIyeMbIe BRIOOPKH MAIIMEHTOB B IPYTUX cTpaHax. HarmoHnansHbIe M peTHOHATBHBIC
OCOOCHHOCTH KacaloTCsi W BHUJOBOTO pPa3HOOOpasus, W aTHOMOTUKOPE3UCTEHTHOCTH
OakTepranbHONW  (IOpPBI, KOTOpPbIE OKAa3bIBAIOT IEPBOCTENIEHHOE BJIUSHUE Ha
MPOJIOJKUTEIIBHOCTh KW3HU MAIIMEHTOB U HANpPsIMyIO0 CBSI3aHA C COCTOSIHUEM Kak
HIDKHUX, TaK U BEPXHUX JAbIXaTedbHbIX myTed [11; 12]. Dto mpuobperaer ocoboe
3HAQYEHHE B CBA3M C PAcCMOTpeHHEM OKoloHOocoBbIX ma3yx (OHII) kak pesepByapa
MUKPOOHBIX IMATOTEHOB JIJISI TOCJIEYIOIIETO HUCXOISAIIETO HHMDUITMPOBAHUS JIETKUX. TeM
HE MEHEe, pe3yJbTaThl MCCICIOBAHUN KOPPEISIMA  BHJIOBOIO  Pa3sHOOOpa3us
MUKPO(DIOPHl BEPXHUX U HUIKHUX JIBIXaTEIbHBIX MyTEeH MPOTUBOPEUMBHI: OT TOJHOTO
coBmajenus [13] mo uzonmupoBanHocTu OuotoroB OHII u OpoHxuanbHOro jJepeBa B
100% cnyudaes [14].

Jlaxke ¢ yueTom 3apyOeKHBIX TaHHBIX OYEBUIHA HEPEIICHHOCTh MHOTHUX BOIIPOCOB.

DTO ’MUAEeMUOIOTHS opaxkeHus mojoctu Hoca u OHIT nmpu MB: 601b1IMHCTBO
3apy0eKHBIX UCTOYHHKOB, PYKOBOJICTBYSICh Pa3HBIMH KPUTEPHUSMHU, MPUBOAHUT Pa3zopoc
naHHbix oT 63 mo 100% [15; 16]. IIlpenmeToM AHCKYyCCUW OCTAIOTCS KaK MOKa3aHHS K
xupypruyeckomy jgeuenuto XPC na pone MB, Tak u ero ooveM. [1o nanHbIM aHanm3a
paboter 29 Benymux mneauarpuyeckux kimmHHUK B CIIA, puHOCHHYCOXUpPYpruu
noasepraercs oT 1 10 24% manueHToB B 3aBUCUMOCTH OT KOHKPETHOTO rocnurtans [17],
YTO JeJIaeT OYEBHJIHBIM OTCYTCTBHE KaKOTO-JIMOO CHCTEMHOTO IMOAXOJa K OTOOpY
NalueHToB.  EIMHWYHBIMM ~ BO  BCEM  MHPE  OCTAOTCA  HCCIEAOBaHUS
naToMop(dOJOTUUECKUX U3MEHeHUW chuzucto obosnoukn OHII, HecmoTps Ha
npusHanne XPC, pasBuBmerocs Ha gone MB, ormensubiM cyOdenotunom [18]. B
HaCTOsIIee BpeMs JUIIb B 6 paboTax ¢ BEIOOpKOH OT 5 10 44 00pa31ioB TKAHU MBITATUCH
U3YYMTb JIaHHYIO0 Tipodiemy [19; 20].

Eme menee ocenieHHbIM acniektoM MB B Hamew cTpaHe sIBISIETCS HAPYyLICHHUE

cilyxa. CymecmyeT CAMHCTBCHHOC OTCUCCTBCHHOC HCCIICAOBAHHC COCTOSAHUSA CIyXa Yy
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nereit ¢ MB [5]. Tem He MHee, naniueHTsl ¢ MB BXOAST B Ipynny puUcKa MO Pa3BUTHUIO
TYTOYXOCTH IO HECKOJIBKUM INPUYUHAM. JTO BEPOSITHOCTh Pa3BUTHUS HAPYILICHUH ClyXa
N0 KOHAYKTUBHOMY THIY Ha ()OHE SKCCyAaTHBHOTO CPEAHETO OTHUTA, CBA3aHHOIO C
BBIPAKEHHBIM HH(PEKIIMOHHO-BOCIAIUTEIbHBIM MPOIIECCOM B CHHOHA3AJIbHOU 00JIaCTH U
HapYyIIEHUEM BA3KOCTU CEKpPEeTa, 1 CEHCOHEBPAIbHON TYrOyX0CTH Ha ()OHE MPUMEHEHHS
OTOTOKCHYHBIX MpenaparoB (Mpexae BCEro, aHTHOMOTHUKOB aMHHOITIMKO3UHOTO psifa,
IIMPOKO UCIOJIb3YEMBIX B BBICOKMX J103aX JJisi OOpbObl C PE3UCTEHTHBIMU
rpaMOTpUIIATEIbHBIMU MUKPOOHBIMU naToreHaMu U HETYOepKYJIe3HbIMU
mukobaktepusimu (HTMB) [5; 21]. B cBs3u ¢ u3bupareibHONM OTOTOKCUYHOCTHIO (TIpH
WCITOJIb30BAHUM OJUHAKOBBIX 1103 MOBPEKIECHUE PELUENTOPHOIO anmnapara BHYTPEHHETO
yXa TPOUCXOJUT JIMIIb Yy HEOONBIION 10 MAlMeHTOB) Hauboyiee MEepCreKTUBHBIM
HalpaBJICHUEM B HW3YYEHUU peaM3allil pUCKa TYTOYXOCTH ceiluyac sBJseTcs
(dapMakoreHeTHKa, T.€. IOUCK HACIEICTBEHHBIX JETEPMHUHAHT, B T.4. y ManueHToB ¢ MB.
Tak, wuneHtudunupoBanbl TeHbl MuToxXoHApuanbHo JIHK, oTBeTcTBeHHBIE 32
MOBBIIICHHYIO YYBCTBUTEIBHOCTh BOJIOCKOBBIX KJIETOK K MOJIEKYJaM aMUHOTJIMKO3U]IOB
[22].

Haxonern, ¢ 2012 roga B mupe u ¢ 2021 roja B Hallleil CTpaHe C HA4aJIOM TapreTHOM
Teparnuy OTKPbITa HOBAs CTPAHUIIA B JICHEHUH 3TOTO )KM3HEYTPOKAIOIIEr0 FEHETUYECKOTO
3aboneBanusi. CFTR-mogynsiTopsl (KOppEKTOPHI M MOTEHITMATOPHI) TIPEICTABIISIOT COOOM
MaJjble MOJIEKYNbl, CIOCOOHbIe MoauduuupoBarb MyTaHTHbIM Oenoxk CFTR (cystic
fibrosis transmembrane regulator) Takum o0pa3oM, uTo €ro (yHKIHS, KaK HOHHOTO
XJIOPHOTO KaHaja, CTAHOBUTCS OJIM3KOW K HOPMaJbHOM. Y MHOTHUX MAalMEHTOB 3TO
OPUBOJUT K BBIPAKEHHON MOJOKUTEIBHON AMHAMUKE CO CTOPOHBI MOPAXKEHHBIX
OpraHoOB, OJHAKO BHUMAHHE YYEHBIX BO BCEM MUPE IPUKOBAHO, IPEXKIE BCETO, K pErpeccy
T€X W3MEHEHHWH, KOTOpble MPUBOAAT K THUOEIM NAalUUMEeHTOB — (QYHKIHMHU JETKHuX,
MOPAXKEHUIO MOXKEIyJOYHOM IKEeJIe3bl U KHIIEYHUKA, OCTaBIsAsd MPAKTHYECKU
HEHU3YYECHHOW JTMHAMMKY HEJETAJbHBIX NPOSABICHUH, Hanpumep co ctoponsl OHIT [23].

[moGanbHbIM OXHAAEMBIM 3()PPEKTOM BHEAPEHHUS TAPreTHOW TEpanuu SBISETCS
YBEJIIMYCHHE TPOJIOIDKUTENIbHOCTH ku3HU marmeHnToB. Ha 2020 rox (10 BHeapeHus

TapreTHOM Tepanuu) CpeIHUM BO3PaCT JKUBBIX MarueHToB B Poccuiickoit denepannu
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cocrapist 13,7+9,7 nert, nonst nauueHToB crapiie 18 ner —26,5% [24]. B 3710 e Bpems,
o nanHbM Peructpa nanuenToB ¢ MB EBpomnetickoro o0riectBa KMCTO3HOTO (hpribpo3a,
B cTtpaHax EBpornbl Ha 2020 rog cpeanuii Bo3pact coctaBui 21,8 €T, a 10751 B3pOCIbIX
00nbHBIX — 53,1% [25]. PacueTnbie nokazarenu EBponeiickoro peructpa no 34 crpaHam
npeacKasbiBaiy, 4to K 2025 rony B cTpaHax 3anagHol EBpomnbl 0)KMAAETCSA YBEJINUCHHE
oOurero ymcina nanuenToB ¢ MB npumepno Ha 50%, uto coorBeTcTBYeT pocTy Ha 20% 1
75% nereu u B3pOCIbIX COOTBETCTBEHHO [26].

C opraHuM3allMOHHOM TOYKM 3PEHHUS 3TO O3HAYAET, YTO PE3KHil POCT OOIIei
BEDKMBAEMOCTH W OKUJIAEMOUM MPOJOHKUTEIBHOCTH JKU3HU TPHUBEACT K Oojiee dem
JIByKPaTHOMY YBEJIMYEHHUIO YKCJIa MAlKUEHTOB. JTO TpeOyeT OINPEAEICHHOTO YpPOBHS
TOTOBHOCTH B  T.4Y.  OTOPUHOJAPHHTOJOTMYECKONM  CIYyKObI K  OKa3aHHIO
CTaHJIAPTU3UPOBAHHONW KAYECTBEHHOM MEIUIMHCKOW TNOMOIIM TamueHtam ¢ MB,
pacivpeHust 3HaHu# Bpadeit o matojorun JIOP-opranos npu MB, uTo 060CHOBBIBaET
aKTyaJIbHOCTb U CBOEBPEMEHHOCThH HACTOSIIIIETO UCCIIEA0OBAHUS.

OtcyrcTBHE MTOHUMAaHHS COCTOSIHUSA CUCTEMBI OKa3aHus
OTOPHHOJIAPUHTOJIOTUYECKON TIOMOIM marueHTaM ¢ MB, HeoOXoaumbIx 3HaHMIA O
MEXaHU3MaX MOPaKCHUsI BEpXHUX JIBIXaTEIbHBIX MyTeH U UX nmatoMopdoaoruu nmpu MB,
€IMHBIX TIOJIXOA0B K AIUJIEMHOJIOTHYECKOMY yueTy marosnoruu JIOP-opraHoB y jaHHOU
KaTeropuu OOJBHBIX, OmpezesneHnto nokazanuid k xupyprun OHII u oOocHoBanmio
o0beMa  ONEepaTUBHOTO  BMEIIATENbCTBA,  AKTyaJdbHOM  MHUKPOOMOJIOTHYECKON
XapaKTEPUCTUKU COCTOSHUSI BEPXHUX JbIXaTeIbHbIX MNyTed mnpu MB, oxugaeMbix
a¢dexroB TapretHoit Teparmnu CFTR-Mogynsitopamu v gpyrue mpoOesbl B COBPEMEHHBIX
3HAHUSAX OTOPHUHOJAPUHTOJIOTOB SIBIJIUCh MPEANOChUIKAMU ISl TUIAHUPOBAHUS W

BBITIOJTHCHUS JJAHHOW HMCCIIC0BATEILCKOM pabOTHI.

eab ucciaenoBanus
Pazpaborarh cucteMy AMArHOCTHKH, JICUCHUS U MPOPUIAKTUKH XPOHUYECKOTO
PUHOCHUHYCHUTA U TIOPAXKEHHUSI OpraHa ciiyxa y JeTel ¢ MYKOBUCIIMA030M Ha OCHOBaHUH

BCECTOPOHHETO U3yUYECHUSI MEXaHU3MOB UX pa3BUTHS U cocTosiHusl JIOP-opranos.
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3agaum ucciae0BaHuA

1. M3yuutp yactory mopaxenus JIOP-opraHoB (XpoHMYECKUN PUHOCHUHYCHT,
TYroyXOCTb) IpU MyKOBUCLUI03€ Y AeTeil B Poccuiickoit denepanum.

2. OueHHTH COCTOSSHME M CHUCTEMY OKa3aHHUs OTOPHUHOJIAPUHIOIOIMYECKOU
IIOMOIIM JIETAM C MYKOBUCLHI030M B Poccuiickon denepanuu Ha HaCTOSIIEM dTalle.

3. IlpoBecTu aHanM3 B3aMMHOIO BIMSHUS XPOHUYECKOI'O PHHOCHHYCUTA U
NOPAKEHUS JPYTUX OPraHOB U CUCTEM IIPU MYKOBUCLUIO03€E Y JETEN.

4. OxapakTepHu30BaTh JyYEBYI0 CEMHOTUKY MOPAKEHUS OKOJOHOCOBBIX Ma3yX B
POCCUICKOM KOrOpTe JAEeTe C MYKOBHCIMIO30M M Ha OCHOBAaHUU pPE3YJbTaTOB
KOMITBIOTEPHOH  ToMOTpaduu  BBISIBUTH  BO3MOXHBIE  T€HOTHUM-(EHOTHUITHYECKHE
KOppEIALMH.

5. BeusBuTh  cnenuduueckue — MatoMop(OIOTMUECKHE — XapaKTEpUCTUKU
CJIIM3UCTON 00OJIOYKHU U MOJIMUIIO3HON TKAaHU OKOJIOHOCOBBIX Ma3yX MPU MYKOBUCIIUI03E.

6. OueHUTh MUKPOOMOJIOTHYECKUI CTaTyC OKOJIOHOCOBBIX I1a3yX B CPABHEHUH C
JPYTUMH JIOKyCaMU PEeCIIMPATOPHOIO TPAKTa y I€TEH ¢ MyKOBUCLIMI030M U pa3paboTaTh
ONTUMAJIBHBIN CIOCO0 3a00pa OMOIOTHYECKOTO MaTepHaia.

7. YCOBEpIIEHCTBOBATh XUPYPIUUECKOE JICUEHNE XPOHUYECKOIO PUHOCHHYCUTA Y
JIeTel ¢ MyKOBHUCIIMI030M Ha OCHOBAaHUH MAaTOMOP(HOIIOTHYECKUX U3MEHEHUI CITM3UCTON
000JI0YKH U CHOPMYITHPOBATH MTOKA3aHUS K HEMY.

8. Wzyuuts sddextuBHOCT CFTR-MOIYASTOPOB B OTHOIIEHMH XPOHHYECKOTO
PUHOCHHYCHUTA Y I€T€W C MyKOBUCLI030M.

9. OueHutb reHeTHYECKHE (DAKTOPBI pHUCKA pPa3BUTUS CEHCOHEBPAJIbHOU

TYTOyXOCTH y JI€TeH C MYKOBHUCHIIHI030M.

HayuyHast HOBU3HA HUCCJIeI0BAHUS
1. Bnepsble B Poccuu 1 B Mupe noiaydeHa penpe3eHTaTUBHAsI KApTUHA COCTOSTHUSA
OTOPUHOJIAPUHTOJIOTUYECKOM TMOMOIIM JETIM C MYKOBHUCIHIO30M B MaciiTade

roCylnapcTBa.
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2. BnepBble NpOU3BEAEH MHOTOLEHTPOBOW aHAJIN3 OCHOBHBIX XAPAKTEPUCTUK
TEUEHHUs] MYKOBUCLH03a KaK MYJIBTUCUCTEMHOIO 3a00JIeBaHUS, B 3aBUCUMOCTU OT
(GOpMBI U TSHKECTU MOPAXKEHHSI OKOJIOHOCOBBIX Ma3yX.

3. BnepBble 1OKazaHa poOJIb  OKOJIOHOCOBBIX Ma3yX Kak HMCTOYHUKA
«ayTOpeMHOUIIMPOBAHUS»  HWKHUX  JBIXaTCIBHBIX IyTeH TMOCIAE  JTOCTHUKCHUS
dpaauKaluU MaTOTeHHON OakTepuaibHOU (IIOphl N3 OPOHXOJIETOYHOIO CETMEHTA.

4. BnepBble  BBIIIOJIHEH  MHOTOTPAaHHBIM  aHanu3  OOJBIIOTO  apXuBa
KOMITBIOTEPHBIX TOMOTPAMM OKOJIOHOCOBBIX Ma3yX B POCCHMCKOM KOTOpTE AETEU C
MYKOBHCIIMI030M, KOTOPBIA TO3BOJIMJI BBISIBUTH PAJl  T€HOTUI-(HEHOTUIUYECKUX
KOppe/silMM B TEYEHHH  MYKOBHCHUIMI03-aCCOLMHUPOBAHHOIO  XPOHHUYECKOIO
pUHOCUHYCHUTA. BriepBble B MHUpPE OLEHEHbl PEHTICHOJIOTMYECKHE XapaKTEPUCTUKU
SBJICHUSI ~ «ECTECTBEHHOIO  KOHTPACTUPOBAHMS»  MSATKOTKAHHOTO  CcyOcTpara B
OKOJIOHOCOBBIX I1a3yXax y E€TeU C MyKOBUCLIAIO30M.

5. Bnepssie OIMCAHBI JTaIlbl IIPOIPECCUPOBAHUS MYKOBUCLIUI03-
aCCOLMHUPOBAHHOIO XPOHUYECKOTO PUHOCUHYCHUTA.

6. BmepBeie chopmynHpoBaHbI TIOKa3aHUS K XUPYPTHUECKOMY JICYCHHIO
MYKOBHUCIIH/103-aCCOLMMPOBAHHOTO XPOHUYECKOTO PUHOCUHYCHTA.

7. Bnepsbie B Mupe BbISBIICHBI CBOVCTBEHHBIE MYKOBHUCIUJI03-
aCCOLMUPOBAHHOMY XPOHUYECKOMY PUHOCHHYCHUTY naToMopooTHYeCKue
0COOEHHOCTHU TOJIUIIO3HO M3MEHEHHOM CIM3UCTONM O00OJOYKM M MPOJEMOHCTPUPOBAHA
BBICOKAs CIIEIU(DPUIHOCTH HEKOTOPHIX U3 HUX.

8. Ha ocHoBaHum pe3yabTaToB (yHAAMEHTAIBHBIX MaTOMOP(OIOTHYECKUX
VCCIIENOBAaHUN U U3YYEHHS TOJITOCPOUYHBIX MCXOA0B XUPYPrUYECKOIO JIEUEHUS BIIEPBBIC
B MHpe 000CHOBAH U pa3pabOTaH CTaHAAPTU3UPOBAHHBIN JIJIsl IETEH C MYKOBHCIIHI030M
MPOTOKOJI MOAM(UIIUPOBAHHOW HHAOCKOMUYECKOM MEAUaTbHON MaKCUIDKTOMUHU C
yIaJeHUEeM BCEH CIM3UCTOM OOOJOYKM BEPXHEUETIOCTHON Ma3yXy Uil TMAIMEeHTOB,
He nonydaomux Ttepanuto CFTR-momynstopamu unu npu ee Hed(DPEKTUBHOCTH.
BnepBele B MHUpe MpEMIOKEHO pasfeieHHe CyO(EeHOTHIOB MYKOBHUCIIMJIO3-
ACCOLIMMPOBAHHOIO  XPOHHUYECKOIO  PUHOCUHYCUTA C  LEJNbIO  I[UIAHUPOBAHUSA

XUPYPruyeCcKOro JICYeHUsI.
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9. BnepBble B MHpE YCTAaHOBJIEHA BOBJICYEHHOCTh B MATOJIOTUYECKUN IPOIECC
BEPXHET0 CErMEHTa BEPTUKAJIILHOTO OTJENa CJE3HBIX MyTell Ha (pOHE MYKOBHUCIIH]IO3-
aCCOLIMMPOBAHHOTO XPOHUYECKOTO PUHOCUHYCHTA 33 CYET PEMOJEIUPOBAHUS IEPETHUX
KJIETOK pelIeTyaToro jJabupuHTa U OOOCHOBAaHA BO3MOXKHOCTH OJJHOMOMEHTHOIO C
HHAO0CKOINYECKON MOTUCUHYCOTOMUEN BBIITOJIHEHHSI TaKPUOLMCTOPUHO CTOMHUH.

10. BriepBeie B Poccun onenena spdexrtuBHocts 1Byx CFTR-MomynstopoB B
OTHOILICHUHU TEYEHUSI MYKOBHUCIUA03-aCCOLMUPOBAHHOIO XPOHUYECKOTO PUHOCUHYCHUTA
B IIPOJIOHTUPOBAHHOM HCCIIEZJOBAHHH.

11. BriepBoie B Poccun yctaHOBIEHA HHU3KAs ajulelIbHAs 4acTOTAa TEHETUYECKOTO
BapuanTa c.35delG B rene GJB2 (13 xpomocoma, snepHast JIHK) u Bapuanta A1555G
Brene /2§ rRNA (mutoxonnpuanehHas JIHK) y ngereii ¢ MyKOBUCUMIO30M, YTO
OIIpeeNsieT PUCKU CEHCOHEBPAIBHOM TYrOoyXOCTU. BrepBble B POCCHICKON KOropre
MaIMeHTOB Ha OCHOBaHMM aHanm3a 0a3pl KT BHCOYHBIX KOCTEH MPOAEMOHCTPHPOBAHA

WHTAKTHOCTD IMOJIOCTEN CPEAHEro yXa y AeTel ¢ MyKOBHUCIIMI030M.

Teopernyeckasi U NPaKTH4YECKAsA 3HAYMMOCTb PadoThI

Pesynbrarer paboTh TO3BOTUIIH:

— BBIIBUTH PAJl 3aKOHOMEPHOCTEW Pa3BUTHS XPOHUYECKOIO PUHOCHUHYCHUTA HA
¢oHe MyKOBHCLHJI03a M OOOCHOBaThb €r0 MPHHAJJICKHOCTH K OCOOOMY (EHOTHILY
NATOJIOTUU OKOJIOHOCOBBIX Ma3yX;

— OMNpEAENTUTh MECTO MOPAXKEHHs] BEPXHUX JIbIXaTEIbHBIX MyTEeH B CTPYKTYpE
MTOJIMOPTAHHBIX MPOSIBIEHUN MYKOBHCIUAI03a Y JIETEM;

— o00oCHOBaTh 00sI3aT€IbHOE  y4yacTHE Bpauei-OTOPUMHOJIAPUHTOJIIOIOB B
MYTBTUANCIUILUINHAPHON  KOMaHJE CHEIUAINCTOB, OCYIICCTBISAIOMNX JIe4eOHO-
JTMArHOCTUYECKYIO MOMOIIb JAETAM C MYKOBUCIIHI030M;

— TOBBICUTh A((PEKTUBHOCT W 0E30MaCHOCTh XUPYPTUUECKOTO JICUCHHUS
MYKOBUCHIIUI03-aCCOIIMUPOBAHHOTO  XPOHWYECKOTO PUHOCHUHYCHUTAa M  BHEIPHUTH
pa3paOoTaHHbIE OIEpPaTUBHBIE METOAbI B PpabOTy OTOPUHOJIAPUHTOJIOTUYECKUX

XAPYPTUYECKUX CTALMOHAPOB;
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— ONpENeNnuTh YETKHE I[IOKa3aHWs K PUHOCHHYCOXUPYPTHH Yy JeTel ¢
MYKOBHUCITUI030M;

— pa3paboTaTrh JY4YEBYIO CEMHOTHUKY MOPAXCHHUS CHHOHA3aJIBLHOW O0JIacCTH MpH
MYKOBHUCIIU03€ B POCCUICKOM KOTOPTE JIeTEN C MyKOBHCIIUI030M;

— OXapaKTepHu30BaTh TEUYEHHE OaKTepPHaAIbHO-BOCIAIUTENBHOTO Tpolecca B
BEPXHUX JBIXaTEIbHBIX MyTSAX MPH MYKOBHUCHIIUIO3€E, pa3padoTaTh W BHEIPUTH METOJ
MOHHUTOPUHTa MUKPOOHOJIOTHYECKOTO CTAaTyCa OKOJIOHOCOBBIX Ma3yX MOCIIE PacIIuPEHbIX
9H/IOCKOITMYECKUX BMEIIATEIbCTB;

— BBISIBUTH crlenu(puuHbIe MATOMOPPOIOTHISCKAE MapKephl XPOHHYECKOTO
PUHOCUHYCHTA, PA3BUBIIETOCS Ha (POHE MyKOBHUCITUI034;

— mokazarb 3(pdexkruBHOocTh Tepanuu CFTR-momymsrtopom (3nekcakadTop+
te3akadToptuBakadTop) B OTHOIIICHUH MYKOBHCIIM/103-aCCOLIMUPOBAHHOTO
XPOHUYECKOTO PUHOCHHYCUTA U BBISIBUTH 3aKOHOMEPHOCTH THAHAMHKH 3a00JICBaHUS Ha
dboHe JedeHus;

—  OIEHUTH PUCKU (DOPMHUPOBAHUS TYTOYXOCTH Y JETEH C MYKOBHUCIIHIO30M.

Ha ocHoBe moyueHHbIX B paboTe TaHHBIX pa3paboTaHa KOHIIEHIUS COBPEMEHHOM
MOJIEIM OKa3aHWsl OTOPUHOJIAPUHTOJIOTHYECKON TIOMOINM ACTSAM C MYKOBHCIIHIO030M,
KoTopass oTpakeHa B KimHudeckux pexomeHmanusax —«Kucto3ueii  gubpos

(MyKOBHUCHKI03)» TTocaeaHux nepecMotpon (2020, 2021, 2025 rr.).

OcHoOBHBIE 110J10KeHHS1, BBIHOCUMBbIE HA 3A1HUTY
1. BbIcokas pacnpoCTpaHEHHOCTh XPOHHUUYECKOIO PUHOCHHYCUTA Y TTALMEHTOB C
MYKOBUCLUJ030M U TE€CHas MaTOT€HETHUYECKAsl CBSA3b C MOPAXEHHUEM JIPYTMX OPraHoB,
CTaJIUHHOCTh PA3BUTHUSl CBUIETEIHLCTBYIOT O MUKPOOHO-BOCHAIUTEIBHOM MPOIECCE B
OKOJIOHOCOBBIX I1a3yXax Kak O IPOsIBJICHUH OCHOBHOTO 3a00JI€BaHMsI — MyKOBHCLIMJ103a U
NOJYEPKUBAIOT IIPUHAJIEKHOCTh K 0COOOMY (PEHOTHIY XpPOHMUECKOTO PUHOCHHYCUTA,

KaK «MYKOBUCLHU03-aCCOLIMMPOBAHHBIN XPOHUYECKUI PUHOCUHYCUTY.
2. XapakTepHbIMH  NAaTOMOP(OIOrMYECKUMH  CyOCTparaMu  HM3MEHEHHU
CJIM3UCTOM 000JI0UYKH OKOJIOHOCOBBIX Ma3yX Ha (pOHE MYKOBHUCIIH103-aCCOLIUUPOBAHHOTO

XPOHHUYICCKOI'O PHUHOCHUHYCHUTA ABIAROTCA HHTPASIINTCIINAJIBHEBIC MHUKPOKHUCTHI,
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MHUKpPOAOCIIECChl, KUCThl TMPOTOKOB CIM3UCTHIX XKene3. K mpeaukropaM TSAKEIOoro
MOPaXEHUSI OKOJIOHOCOBBIX IMa3yX OTHOCSTCA YPOBEHB MTPOBOJUMOCTH MOTA HA MOMEHT
NIOCTAHOBKH JIMArHO3a, «TSHKECThY reHoThna no reny CFTR, KOCTHAsI AECTPYKLMS CTEHOK
OKOJIOHOCOBBIX Ta3yX M CJIE3HBIX MyTeH TUCTPOPUUYECKU-aCETITUUECKOTO XapaKTepa.

3. ®opMupoBaHHe MYKOBHCIIM103-aCCOLUMPOBAHHOTO XPOHUYECKOTO
PUHOCUHYCHTA MPOXOAUT CIEAYIOIINE CTAIUU Pa3BUTHUSA: aCUMMETPUYHOE MOPAKEHHE
OKOJIOHOCOBBIX Ma3yX C MEAUAIN3aIlMe HOCOBOM CTEHKH BEPXHEUECIKOCTHOW Ia3yXu
(mceBmomykomnuoIiene), (QopMHUpOBaHHE  HCKPUBICHHUS  IMEPErOpoAKHM HOca B
IPOTUBOMOJIOKHYIO CTOPOHY (XapakTepHO [Jisi HadaJIbHbIX 3TAalloB), MOCIEAYIOLIee
IIPOTPECCUPOBAHUE  JBYCTOPOHHETO  IIpollecca C  ITOCIEAOBATEIIbHOM  CMEHOU
CyO(EeHOTHUTIOB — OT XPOHWUYECKOTO PUHOCHUHYCHTA O€3 TMOJMIOB O TOJHUITIO3HO-
THOMHOTO.

4. OKOJIOHOCOBBIE MAa3yXH SBIAIOTCS YCIOBHO OTTPAaHUYEHHBIM pPE3EPBYapOM
BBICOKOIIATOTEHHOM MHUKPOQIIOPHI, KOTOPBIM MpU ONpPEIeICHHBIX YCIOBUSAX CTAHOBUTCS
MCTOYHUKOM HHUCXOJSIIEr0 MHOUIMPOBAHUSA WA «ayTOPEUHPUIUMPOBAHUS HIKHHUX
JBIXaTEJIbHBIX MYTEH.

5. Beoigenenue cy0(heHOTUIIOB MYKOBUCIINI03-aCCOIMUPOBAHHOTO XPOHUUECKOTO
PUHOCHHYCUTa OOOCHOBAaHO /Jisi IUTAHUPOBAHUSA JUIMTEIBHOCTH XUPYPTUUYECKOTO
BMEIIATeNbCTBA M AQHECTe3UOJIOTHYECKOoro  mocobus.  MoauduimpoBaHHas
DHAOCKONMYECKAsT MEQUaJbHAsI MAaKCWJUIDKTOMUS C YHOAJEHUEM BCEU CIM3UCTOU
00O0JIOUKH BEpPXHEUETIOCTHON IMa3yxu [0 3alaTeHTOBAaHHOW CTaHIapTU3UPOBAHHON
METOJMKE TMOBBIAECT APHEKTUBHOCTh XUPYPTUYECKOTO JICUEHHS] MYKOBUCIIH]IO3-
aCCOLIMMPOBAHHOTO XPOHMYECKOro puHocuHycuTa. KocTtHo-pubpo3Has obmuTeparius
BEPXHEUEIIOCTHBIX Ma3yX SBISIETCS ONAronpusTHBIM HCXOAOM PHHOXHPYPrHUYECKOTO
JICUCHHUS y JIeTeld ¢ MYKOBHUCIIHMJIO30M M MOXXET OBbITh JOCTUTHYTA JIMIb MPHU MOTHOM
yAQJIEHUU CIIU3UCTON 00O0JI0UKH Ma3yXH.

6. IlopaxkeHue cne3HbIX MyTell Ha (POHE pEeMOIETMPOBAHMS MEPEIHHUX KIETOK
peueTyaroro JlabupuHTa y JeTeid ¢ MYKOBUCUHUI03-aCCOLIMMPOBAHHBIM XPOHUYECKUM
PUHOCHHYCUTOM TpeOyeT COOTBETCTBYIOLIEH HACTOPOKEHHOCTH MPHU KIMHUYECKOM

O6CJ'ICI[OB3HI/II/I, OIICHKC KOMIIBIOTCPHBIX TOMOI'paMM H IMPCAIojJarac€t BO3MOXHOCTb
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BBITIOJIHEHUS OJTHOMOMEHTHOM c XUPYypruei OKOJIOHOCOBBIX nasyx
JAKpUOLMCTOPUHOCTOMUU MPU HAJIMYUHY KIMHUYECKUX IMOKa3aHUI.

7. Tepamus  CFTR-monmynsitopom — snekcakadrop+resakadpTop+uBakadrop
oOnanaet BbICOKOM 3(h(PEKTUBHOCTHIO B OTHOLIEHUH MYKOBUCILHI03-aCCOIIMMPOBAHHOTO
XPOHUYECKOTO PUHOCHHYCHUTA, B OTIMYHE OT mpernapara uBakadTop-tmomakadTop u
TpaJAULIMOHHON OA3UCHON Teparuu.

8. Y gjereil ¢ MYKOBHCIHUJIO30M HMEETCS OTHOCUTEIBHO HHU3KUH PHUCK Kak
KOHAYKTUBHOUW TYTOYXOCTH B CBSI3M C MHTAKTHOCTBHIO MOJIOCTEH CPEHEro yxa, Tak W
CEHCOHEBPAJIbHOM, YTO COMPSHKEHO C PEKOCThIO TeHEeTUYeCKUX BapuaHToB c.35delG B
rene GJB2 (13 xpomocoma, saepnas JHK) u AIS55G B rene 12§ rRNA

(mutoxonapuaneHas JITHK).

CreneHb J0CTOBEPHOCTH M anipodanus pe3yjibTaTOB HCCJIeI0BAHNS

JIOCTOBEpHOCTh PE3YJITaTOB HCCICAOBAaHUS oOOecredeHa OoIbIuM 00BEMOM
KIIMHUYECKOTO MaTepuaja, HCIOJb30BaHUEM KpymHbIX 0a3 paHHbIX (Peructpos
MAIMEHTOB) M aJICKBATHON CTAaTUCTUYECKOU 00pabOTKOM.

Marepuaibl paboTbl 00CykaeHbl Ha OonbiioM yucie (6onee 150) poccuiickux u
MEXIYHAPOJIHBIX  HAyYHBIX  KOHTPECCOB U  KOH(epeHmuit 1o  mpoduism
«OTOPUHONMAPHUHTONIOTHSI, XHUPYprusi ToJMoBel W mmiew», «llemuarpus», «Jlerckas
xupyprusi», B uactHoctu: [X Kondepenius Poccutickoro odmiecta punonoroB (Kazaup,
2011 1.); Mexxnynaponnas koHdepeHIus «Pojib HHBECTHITMN U UHHOBAIIUU B PAa3BUTHU
MeauuuHbl U (papmarieBTukn» (1. Hamanran, Y36ekuctan, 2019 r.); World Meet on Ear,
Nose and Throat (Dubai, UAE, 2019 r.); 45th European Cystic Fibrosis Conference
(Rotterdam, Netherlands, 2022 r.); III Bcepoccuiickuii KOHTpecc ¢ MEXKIYyHApOIHBIM
yuactueM «SI1 Jlerckas Menumuna» (. Mocksa, 2022 r); X IOOuneitnsiit
MEXIUCITUTUTMHAPHBIN KOHTPECC MO 3a00JIeBaHUSIM OPTaHOB TOJOBHI U 1meu (T. MockBa
2022 1.); XX, XXI u XXIII Poccuiickuii koHrpecc «/IHHOBaIIMOHHBIE TEXHOJIOTHUU B
neauarpud U Jerckoil xupyprum» (r. Mocksa, 2021, 2022 u 2024 rr.); V,VI un
VIII Beepoccuiickue (hopyMbl OTOPUHOJAPUHTOJIIOTOB C MEXKIyHApOAHBIM y4acTHEM

((MC)K,Z[I/ICL[I/IHJ'II/IHapHBII\/'I noaxod B OTOPHUHOJAPHUTOJIOTUH, XUPYPTHUHU T'OJIOBBI U ILICH»
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(r. Mockasa, 2022, 2023 u 2025 rr.); XVI HanmmonaneHblil KOHrpecc « MyKOBUCIIUIO3 U
HaCJIeICTBEHHbIE 3a00JIeBaHUs JIETKUX» C MeXAyHapoaHbiM yyactueM (T. Camapa,
2023 r.); III MexnyHapoaHbIi MEXIUCIUILNIMHAPHBIA KOHIpeCcC «AKTyaJbHbIE BOIPOCHI
MpaKkTUYECKON oTopuHONIapuHToNoruu. O0I1Iee B HEBPOJIOTHH U OTOPUHOIAPUHTOJIOTUI)
(rAnmarel, Kazaxcran, 2024 r.);2-1 u 3-1 Accambnen «J/leTckass Xxupyprus rojaoBbl U
men» (r. Cemoropck, 2023 u 2025 rr.); XVII Hanuonaneusiii koHrpecc «HoBbie
TOPU30HTHl B JIMArHOCTUKE M JICUYEHUH MYKOBHCIIMI03a: C BEpoil B Oymymiee» ¢
MEXIyHapoIHbIM yuactueM (T. Mocksa, 2025 r.) u apyrue.

Armnpobanys JuccepTalr COoCTosjach Ha 3acenaHnu YueHoro coBera DOI'BY

HMMUL] oropunonapunronorun ®MBA Poccun Ne 06/2025 15 centsa0ps 2025 r.

CooTBeTCcTBHE NACTIOPTAM CIIENMATIBLHOCTE

PaboTa cooTBETCTBYET MacmopTy CHEUaIbLHOCTH 3.1.3. — OTOPUHOIAPUHTOIOTHSI
(n. 1 — UccnenoBanusi Mo M3y4EHUIO 3THOJOTHUHM, MATOT€HE3a U PACHPOCTPAHEHHOCTHU
JIOP-3a0oneBanuii  (BOCHaNuTEIbHBIE MPOLIECCHI; TPaBMbl, HHOPOAHBIC TEla;
BPOXKJICHHBIE TMOPOKH Pa3BUTHS yXa, HOCA U OKOJIOHOCOBBIX Ma3yX, IIOTKH, TOPTaHH;
dboHuarpus u cypaosnorus; npodeccuoHanbHbie 3a00eBaHusl 1 HOBooOpazoBanus JIOP-
OpraHOB; BECTHOYISPHBIE PACCTPOIMCTBA; PEKOHCTPYKTMBHAS W BOCCTAHOBUTEIHHAS
xupyprus JIOP-opranoB; ocnoxuenuss JIOP-3a0oneBanmii; m. 2 — Paspabotka u
YCOBEPIICHCTBOBAHUE METOJ0B JUarHOoCTUKU H Tpodunaktuku JIOP-3a6o1eBanumii;
n. 3 — DOKCIepuMEHTAJIbHAs W KJIMHUYECKas pa3paboTka meronoB jedeHus JIOP-
3a0oneBanuii) U macnoprty cneuuaibHocTd 3.1.21. — meguarpusa (m. 5 — Pazpabotka
Hay4YHBIX, METOJIOJIOTUYECKUX W TMPAKTUYECKUX TOIXOJO0B K BEICHUIO JETEeH C
BPOXKJIEHHBIMH TTOPOKAMH Pa3BUTHSA, HACIEIACTBEHHO OOYCIIOBICHHBIMH OOJE3HSIMH U
HapylmieHusiIMU oOMeHa BemecTB; N. 6 — COBEPIICHCTBOBAHUE TEOPETUUYECKUX,
METOJUYECKUX U OPTaHU3AlMOHHBIX MOIX0/I0B K 00ECIEYCHUIO 0COOBIX MOTPEOHOCTEN
nerei-uHBanuaoB; m. 8 — HccnenoBanue mpoOiem npodecCrOHAIBHOM MOATOTOBKH,
OIICHKM M TIOBBIMICHUS KBaIU(UKAIUU, OIPEACIICHUS KaJpOBOrO IOTEHIMAla U
nOTpeOHOCTHU /1Jisi 00eCTIeYeHUsI KaUeCTBEHHOTO PEIICHUS MPOOIEMbI OXpaHbl 310POBbS

JIeTel 1 pa3BUTHUS NEAUATPUYECKON METUIIMHCKON HAYKH).
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BHeapeHnue pe3yJbTaTOB HCCJIE0BAHNUS B IPAKTUKY

Pe3ynbTaThl, MOTyYEHHBIE B XO/1€ BBITIOJIHEHUS UCCIIEIOBAHUS, BHEAPEHBI B pabOTy
otneneHus naerckor oropunonapunronornn OI'bY HMMUI[ oropunOnapuHronsoruu
®MBA Poccuu, otopunonapunronorndeckoro oraenenus ['bY3 «Mopozosckas [II'Kb
J3M», otnenenust oropunonapunronoruu PIKb — ¢unuan ®IAOY BO PHUMY um.
H.N. TuporoBa Mun3apasa Poccuu, oropuHOnapuHroigorunyeckoro oraeneHus ['AY3
«/lerckas pecrnybnukaHcKas KJIMHUYecKas 0oJapHUIIa MUHUCTEPCTBA 31PAaBOOXPAHEHUS
Pecniyonmuku Tarapcrany», mynsmoHomorudeckoe otnencaue ®I'AY HMUIL 3p0poBes
nerei MunsnpaBa Poccum. Pesynbrarel  paboThl  oTpaxkeHbl B KiamHWueckux
pexomeHnanusax «Kucrosusiii pudpo3 (MykoBucuuao3)» (nepecmotpst 202, 2021 u 2025
IT.), YTBEPKIECHHbIE MMHHUCTEPCTBOM 3ApaBooxpaHeHus Poccuiickoit denepauum.
Teopernucekne acmekTbl BKIOYEHbI B MPOTPaMMy MPENOAABAHHUS CTYAEHTaM H
KJIIMHUYEeCKUM opauHaropaM HayuHno-knnHudeckoro otaena nerckoit JIOP-natomoruu
OI'bY HMMNIL OTOPUHOJIAPUHTOJIOTUU OMBA Poccun, Kadenpsi
oropunonapunronioruu MHOIIP u Kadenpsr otopunonapunronoruu UX ®IrAOY BO
«Poccuiickuil HaIMOHABHBIN UCCIIEI0BATEILCKUI MEAUIIMHCKUN YHUBEepcuTeT uM. H..
[TuporoBa» MuHnuctepcTBa 3apaBooxpaHeHus Poccuiickoit ®denepannu, Kademps
TeHETUKH OOJIe3HeH IbIXaTesbHOM cucTeMbl HCTUTyTa BBICIIETO U JOMOJIHUTEIHHOTO
npodeccuonanproro oopazoanusi ®I'BHY «MI'HI| um. akamemuka H.I1. BoukoBay.
Pesynbrarsl paboThl J€NH B OCHOBY JIOMOJHUTEIBHON TPOdecCuoHanbHON MPOrpaMMBbl
MOBBIMICHUS KBaMUpUKanu « MyKOBUCIIHI03 B OTOPUHOIAPUHTOIOTHIESCKOM MTPAKTUKE)

(18 gacoB) B ®I'bY HMMUI] oropunonapunronoruu ®MbBA Poccuu (¢ 2024 rona).

JInyHoe yyacTue aBTOpPa B MOJIy4Y€HUH HAYYHBIX Pe3yJIbTATOB
JInyHBI BKJIQJ COMCKATENS SBISETCS OINPEACISIOIAM W 3aKI0YacTCi B
HEIOCPEJACTBEHHOM y4YaCTMM Ha BCEX JTamax IOArOTOBKM JIHCCEPTALMHU: OT
(dbopMupoBaHUs KOHIEMIMU HCCIEAOBAaHUS U (POPMYIUPOBKU IMPOBEPSEMBIX THUIIOTE3,
LEJIM U 33]1a4 pabOoThI 10 CTATUCTUYECKON 00paOOTKH MOTYYEHHBIX IaHHBIX U HATMCAHUS
BBIBOJIOB. ABTOPOM IPOBEJIEH MMOMCK U KPUTHYECKUN aHAJIU3 HAYYHOU JIMTEPaTyphl 11O

n3ydaeMon nmpooOsieme, ¢dopMupoBaHue 0a3 JaHHBIX, MPEIJIOKEHBl METOIUKH
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BBITNIOJIHEHNSI XUPYPrUUE€CKOr0 BMEIIATEIbCTBA HAa OKOJIOHOCOBBIX IazyXax U 3abopa
Marepuana Jjas MUKpOOHOJIOIMYECKOTo UCClIe0BaHus. Bee onrcaHHble U BKIIIOYEHHBIE
B aHaJU3 OIEpaTUBHbIE MOCOOUS BHIIOJHEHBI ABTOPOM B POJM OCHOBHOIO XHUpYypra.

Huccepraius u aBropedepar HalucaHbl aBTOPOM JINYHO.

I[My6aukanum no Teme quccepTauun
ITo Teme muccepranuu onyOiIMKoBaHO 36 MeYaTHBIX padoT, B ToM uucie 20 — B
pELeH3UPYEMbIX HAy4HBIX >KypHaJlaX, PEKOMEHJIOBaHHBIX BrICIIel arrecTalmoHHON
komuccueint (BAK) MunoOpHayku J71s yOJIMKAIIMA OCHOBHBIX PE3Y/IbTaTOB JUCCEPTALIUMA
HAa COMCKAaHHME YYEHOH CTENeHW [OKTOpa MEIUWLMHCKUX HayK, 16 — B H3TaHUSX,
UHJICKCUPYEMBIX B MeXAyHapoaHoi 6a3e nanueix SCOPUS, momydensl 2 maTeHTa Ha

nzooperenust PO.

O0beM M CTPYKTYypa AuccepTaluu
JuccepranrionHas padoTa u3iokeHa Ha 346 cTpaHUIaX KOMIIBIOTEPHOTO TEKCTAa,
COCTOMT U3 BBeAeHUs, 11 r1aB (B ToM umciie 0030pa INTEpaTyphl, ONMMCAHUS MATEPHUAJIOB,
METOJIOB U JAW3aiiHa UCCIEN0BaHUS U 9 IJ1aB, MOCBSIICHHBIX PE3yJbTaTaM COOCTBEHHBIX
UCCJIEIOBaHUI), 3aKIIOYEHUS, BBIBOJOB, MPAKTUYECKUX PEKOMEHJAUMNA U CHHUCKa
JUTEpaTypbl, KOTOPhIM BKItO4aeT 280 MCTOYHUKOB, B TOM YHUCIE 55 OTEUECTBEHHBIX W
225 3apyOexnbix —nyOnukauuii. Pabora wimoctpupoBaHa 92 pUCyHKaMH U

59 TaGnuiamu.



I')TIABA 1. OB30P JIMTEPATYPBI

1.1. O01mume 1aHHBbIC

1.1.1. OnpeaesieHne 1 TEPMUHOJIOTHS

MyKOBHCIIHI03 — MYJIBTUCUCTEMHOE T€HETUYECKOE MOHOT€HHOE 3a00JIeBaHUE C
ayTOCOMHO-PEIIECCUBHBIM THUIIOM HAcCJeIOBaHUs, OOYCIOBJIEHHOE MyTallueld TreHa
TpaHCMEMOPAHHOTO peryisTopa mpoBoauMoct mykoBuctunoza (MBTP, anen. CFTR —
cystic fibrosis transmembrane regulator), IpUBOJAIIECH K HAPYIICHUIO Pa0OThl HOHHBIX
XJIOPHBIX KaHAJIOB HA alMKaJIbHON MeMOpaHe OOJBIIMHCTBA SMUTETUATBHBIX KIETOK H,
KaK CJICJICTBUE, K CTYIICHUIO CEKpPETa IK30KPUHHBIX KeJIe3 M CIU3UCTBIX 000JI0UeK.
Kimuanuecku MB xapaktepusyercsi nporpeccupyroiieii 00jie3HbI0 HUKHHX OTCJIOB
pecnupaTopHOTO TpaKTa ¢ JIETKUX (XPOHWYECKHH OOCTPYKTHBHBIM OpOHXUT,
MHOXECTEHHbIE OpPOHXOZKTa3bl, aTeJeKTa3bl, MHEBMOHUHU, (UOPO3, MHEBMOTOPAKC),
OK30KPUHHOW HEIOCTAaTOYHOCTHIO MOKETYIOUHON >KeJe3bl, OWIMapHBIM LUPPO3OM,
MYKCKUM O€CIUIOfIeM, a TaKKe MPOrPEeCCUPYIONIUM OCTEOMOPO30M U Pa3BUTHEM
MYKOBHCIIM103-aCCOLIMUPOBAaHHOTO AuadeTa [1].

B aHMIocakCOHCKMX MCTOYHHMKAX 3a00J€BaHWE Yallle HA3bIBAIOT «KHUCTO3HBIM
budpo3» (awnen. cystic fibrosis) — TEpPMUHOM, KOTOPBIN XapaKTepu3yeT MOP(HOIOTUUECKHE
U3MEHEHUSI HCKIIOUUTEIBHO B  MOKEIYJOYHOM  Kejle3e, BO3HUKAIONIUE ElIlIe
BHYTPUYTPOOHO. B CBsI3W ¢ 3TUM TEPMHUH «MYKOBUCIUI03» (OT JIaT. Mucus — CiIu3b,
viscidus — BA3KUN) PeJCTaBIseTCs 00JIee MaTOreHETUYECKU TPABUIIBHBIM U IIIUPOKUM, B
Poccur MCTOpUYECKH UCIIONB3YEeTCSI UMEHHO OH. B aHMIOSA3bIYHON JHUTEparype, Kak
MPaBUJIO, COCTOSIHUE XapaKTEepU3yeTcs Kak JeTalbHoe win ‘‘life-shortening” (T.e.
COKpalalollee >KU3Hb), YTO MOJYEPKUBACT €ro (arajbHOE TEUCHHE B OTCYTCTBHUE
nedyenus [18].

B nacrosiiiee BpeMst kiaccudukaius 3a007eBaHus TPOBOJIUTCS B COOTBETCTBUU C
pexomenpauusimu BO3, Mexnynaponnoi Acconuanuu MykoBuciuao3sa u EBponerickoi

Accormmanuu MyxkoBuciuaosa [1; 27; 28]:



22

e Kraccuueckuii MYKOBHCHHUJIO3 C IMAHKPEATUYECKOM HEIOCTATOYHOCTHIO
(cMmemanHas WM JierouHo-KuiedHast popma 3aboneBanusi), PI. E84.8.

e Kiaccuyeckuii MyKOBHUCIHI03 C HEHAPYUIEHHOW (YHKIMEN MOIKETyI0YHON
XKene3nl (MPEenMyIIeCTBEHHO JierouHasi hopma 3aboneBanusi), PS. E84.0.

e HeomnpeneneHHbIN TUarHO3 MPH MOJIOKUTETLHOM HEOHATAILHOM CKPUHUHTE Ha
MYKOBHCIIN103, E84.9.

Tem He MeHee, 10 CHX TOp B JUTEpaType U MpodheCCHOHATBLHOMN JIGKCHUKE MOKHO
BCTPETUTH YCTAPEBUIYIO KIACCU(PUKALIUIO HA «JIETOYHYIO (0€3 KIIMHUYECKUX MPU3HAKOB
MOPAKEHUS IPYTUX OPTAHOB U CUCTEM)», CMEIIAHHYIO (C TOPAKEHUEM JIETKUX U APYTUX
OPraHOB U CHCTEM)» U «KuIIeyHyoo» ¢opmbel [29]. HMcmonb3oBanue mogo0HOM
TEPMUHOJIOTUM  KOHILIGHTPUPYET Ha TMOPAKEHUHU TOJIBKO JABYX oOnacred —
MUIIEBAPUTEIIBHON CHCTEMBI W HIDKHUX OTIIEJIOB PECIUPATOPHOTO TPaKTa, YTO
W3HAYaIbHO CYXUBAET MPEJCTABICHUE O MOJTHUOPTaHHOCTH MOPAKEHUS U OrPaHUYUBACT
pOJIb APYTUX CHEIHUATUCTOB, BOBJICUCHHBIX B MPOIIECC BEACHMS 3TUX MAIlMEHTOB, B T.4.

Bpa4e-OTOPUHOJIAPUHIOJIOTOB.

1.1.2. UcTopusi u3y4eHust

BeposatHo, nepBoe MenumiuHcKkoe onucanue MB npuHaMIEKHUT TrojiaHICKOMY
npodeccopy 6oranuku u anaromuu Pieter Pauw, xotopeiit B 1595 rogy npu aytorncuu
«OKOJIZIOBAHHOM  BEABMOI» JIEBOYKH OIKCHIBAET HCTOLIEHHE B COYETAHUH C
XapaKTEPHBIMU U3MEHEHUSIMU TTOKeTy0uHOM kenesbl [30]. OxHako cyTh 3a001€BaHUS
elle JI0JIT0€ BpeMsl TaK M ocTaBajach Hen3BecTHOW. Cepusi HAOIIONEHUN TaTUPYeTCs
XIX — nmaganom XX Beka, korma cHadana B 1838 r. Carl von Rokitansky ommcreiBaer
HEJOHOIIEHHOTO HOBOPOXIEHHOTO C MEKOHHMEBBIM WIIEyCOM, nepdopaiueil KUIIKU U
neputoHutom, 3ateM B 1905 u 1906 rr. Landsteiner [31] u Heubner [32] mybmukytor
KIIMHUYECKUE HAOMIONEHUs O JEeTIX TNEepBOro roja KU3HHU C CHUMIITOMaMHu,
ykaspiBaromumMu Ha MB. BrnepBeie HacnencTBeHHas mpupoaa 3a0osieBaHUsS Oblia
3anofo3pena BeHckuM neauarpom Gvido Fanconi ¢ coast. B 1936 roay, npociaenuBuium
CeMEUWHBIM aHamMHe3 pebeHKa ¢ KUCTOPUOPO30M TOKETYIOYHON JKele3bl U

oponxonkrazamu [33]. Hago otMeTHTh, 4TO MOJABIISIONIESE OOIBITMHCTBO HAOIIONEHUH B
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TO BpeMs Kacajoch YMEpIIMX JEeTell paHHEro BO3pacTa W MNPUHAMIEKAIO
narajoroaHatromMaMm. TepMHMH «KHUCTO3HBIM (uOpo3» ObLT TpemioxkeH B 1938 T
aMEepUKaHCKUM TmeauarpoM W maronoroMm Dorothy Andersen. Ona mompoGHO
OXapakTepHu30Baia MaToMOP(OIOTHYECKHE H3MEHEHHS B MOIKEIYOUHOM JKele3e U
MIO03XKE OIKCAJIa BECh CUMIITOMOKOMIUIEKC, BKJIIOYAKOUIUI TPU3HAKU MOPAKEHUS JETKHUX,
KHILIEYHUKA, KEIYHOIO ITy3bIpsi, MY’KCKOM ITOJIOBOM CHCTEMBI, NOTOBBIX JKEJE3, U
BIIEPBBIC — OKOJIOHOCOBBIX Ma3yx, xapakrtepHsiil 111 MB [34]. 3arem B 1942—-1946 rr.
HECKOJIBKO TPy YYEHBIX OTMEYAlOT POJb BBICOKOW BSI3KOCTH CJIHM3U B MAaTOI€HE3€
3aboseBanus, U Farber Ha ’TOM OCHOBaHHMM MpejiaraeT TEPMUH «MYKOBUCIIHI03» [35].

B 1953 1. Paul Di Sant’Agnese, Oynymum ocHoBarenem AMepukaHckoro @onaa
MykoBuCIII1032a, OblJIa IPEANPUHSATA CEPUS UCCIIeI0OBAaHHM, TTO3BOIUBIINX C TOMOIIBIO
IPOTOTUIA TIOTOBOTO TECTA» OLIEHUTH ANEKTPOIUTHBIA COCTaB MOTOBOM KUJIKOCTH Y
OOJIbHBIX KUCTO3HBIM (PUOPO30M U CBA3aTh 3a00JIEBaHUE C MOBBIILIEHHBIM COIEPKAHUEM
HaTpusi W XJOpa B CEKpeTe OK30KPUHHBIX JKeJe3, TaKuM o0pa3oM OCHOBaB
nprku3HeHHyro auarHoctuky MB [36]. B 1983 1. Paul Quinton omucan nepBUYHBIN
YABTPACTPYKTYPHBIN Me(EeKT KIETOUHOW MeMOpaHbl NpH JaHHOM 3aboneBanuu [37].
Nnentuduxaius reHoB, OTBETCTBEHHBIX 3a pa3BuTue MB, Oblia BBINOJHEHA JIUIIL B
1989 1. coBmecTHRIME yeunusiMu Jlabopatopuit 1oktopoB Collins, Riordan u Tsui [1; 38].
Opranmzanus neHTpoB MmykoBuciugao3a B EBpone u CIIA B 1980-e roasi, nzoOpeTeHue
U pEerucTpauys HOBBIX IPenapaTroB: AHTUCUHETHOWHBIX aHTUOMOTHKOB (B T.4.
WHTQJISIIMOHHBIX ), MHHOBAIIMOHHBIX ()OpPM IMaHKpeaTudeckux (PepMEHTOB W JOPHA3bI
anb(da (mepBoro MyKOJIMTHKA, pa3paO0TaHHOTO CIeNHalbHO 1Jis namnueHToB ¢ MB) B
1990-e roABl 3HAYUTENHHO YBEIUYWIM MPOJOJDKUTEIBHOCTh KU3HU OOJIBHBIX, YTO
noTpeOoBaI0 BHUMAHUS U K APYTUM HPOSIBICHUAM 00JI€3HHU, B TOM YHCIIE K TTOPAXKEHUIO
BEPXHHX JbIXaTCIbHBIX ITyTEH.

IlepBoli ¥ €IMHCTBEHHOW B TEYEHHUE IOCIEAYIOLIMX IIOJIYyTOpAa AECATUIICTHN
nyOauKaled Ha TeMy IMOpa)KeHUsI OKOJOHOCOBBIX Maszyx npu MB B mnpoduibHOM
OTOPUHOJAPUHTOJIOTUYECKOM M3/IaHUH, BEPOSITHO, cTana crathsi Mirko Tos ¢ coaBt. 1977

roza [39], nmocesiieHHas maToMopQoIOTUN MTOJIUITO3HON TKaHu pu MB.
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B pampnerimem temMa MB B OTOPMHOJAPUHTOJIOTUYECKOW IMPAKTUKE Havyalia
3aTparuBaThCs B TAKUX aBTOPUTETHBIX U3JIaHUAX, Kak Rhinology u Laryngoscope, ToinbKo
B cepeaune 1990-x rogos, noznakomus JIOP-Bpaueil ¢ HOBOM Il HUX HO30JIOTMYECKON
equnuiier [40; 41]. EQMHCTBEHHBIM K HACTOAIIEMY BpPEMEHHU COIVIACUTEIIbHBIM
JOKYMEHTOM, MOCBALEHHBIM Nopaxkenuto JIOP-opranos Ha pone MB, asnsiercs “Cystic
Fibrosis Foundation otolaryngology care multidisciplinary consensus recommendations”,
onyonukoBanHbii B CIIIA B 2022 rony [42].

Takum obOpazom, mzyduenne MB sBIseTCS TOCTaTOYHO «MOJIOABIMY», & TIOITOMY
OYEHb CTPEMUTEIIBHO Pa3BUBAIOIIMMCS HANpPABICHUEM COBPEMEHHOM MEIWLIMHBI, a
UCTOpUSL OTOPHHOJAPHUHIOJIOTMYECKOM COCTABIIOIIEN ASTOr0 HAy4YHOIo IOMCKa

HAaCUYHUTELIBACT HE 00Jiee HECKOJIBKHUX JACCATKOB JICT.

1.1.3. I'enetuka. [IpeacraBjieHue 0 maroreHese

MB o6ycnosnen mytanusamu reaa CEFTR (ABCC7), pacionio;KeHHOTO Ha IITHHHOM
miede 7-i xpomocomsl, peruoH 31.1 (7q31.1). I'en CFTR conepxuT 27 5K30HOB U UMEET
OPOTSKEHHOCTh 0KOJI0 250 ThIcsid nap Hykiaeotu10B. [Ipoaykr rena CFTR npuHAAJIEKUT
K cynepceMeicTBy ATd-cBs3biBaromux KacceTHbix OenkoB (ABC — ATP-binding
cassette) BMecCT€ C TaKMMHM KIMHUYECKHM 3HAYMMBIMHM TPOTEMHAMH, KaK IMPOTEUH
MHO)XECTBEHHOM PpE3UCTEHTHOCTH K JieKapcTBeHHbIM mpenaparam (MRPI1) wu P-
rukonporenH (Pgp).

B nacrosiiee Bpems, mo nadopmarim, mpecTaBIeHHON B pa3HbIX 0a3ax JTaHHBIX,
omnucaHo 0oJiee IByX ThICSY BApUAHTOB HYKJICOTHAHOM nocieaoBareibHOCTH reHa CFTR.

Hawunbonee akryanpHO# npencranisercs 0a3a caMbIX 4acThIX MyTanuii https://cftr2.org, B

oOHOBIIeHNU KOTOpou 25 ceHtTsiOpa 2024 rogma 3uaumtcss 1167 BapuantoB (1085
NaTOreHHBIX, 55 C BapbUPYIOUIMM KIWHUYECKUM 3HAueHUeM, 27 HE HWMEIIINX
KJIMHUYECKOTO 3HaY€HUs ), a Takxke 11 — ¢ Heoka3aHHOM MM HESICHOW 3HAUUMOCTBIO).
Myrtauuu resa CFTR noApasnensaorcs Ha 7 KJIacCOB B 3aBUCUMOCTH OT 3Tara
MOBPEXJEHUS CHHTe3a Oellka W (PYHKIMOHAJIBHBIX HcXoao0B [28]: ot I kiacca, mpu
KOTOpOM O€JIOK He CHHTEe3upyeTrcs, A0 V Kjacca — CHIDKEHUS KOJIWYECTBa

dbynkuroHanpHOTo Oenka. [lo3xe ObuM onucanbl VI kiace (CHUKEHHAs] CTaOMIBHOCTD
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Mosiekyasl mporenHa) u VII kmacc (orcyrctBue marpuunoid PHK u cunTe3a Oenka B
npuniune). [Ipu >ToM neneHue sBisieTcsl JOCTATOYHO YCJIOBHBIM: HampUMep, camasi
yactast myrtauus F508del (menemus Tpex HykieotunoB B 10-M 5K30He, mpUBOASIIAs K
notepe ¢penunananuna B S08-i mo3uimu MoJieKyibl Oenka), Oynyun mytarueit I kimacca
uMmeet xapakrepuctuku I u VI kiaccos [43].

CxemaruuHoe wu3oOpaxkeHue HapymeHud cuHte3a U  ¢ynkaun CFTR B
3aBUCUMOCTH OT KJIacca MyTalluM MPEACTABICHO HA pUCYHKeE 1.

i =b o cr ar cr
Cr

Wild-type CFTR

Class | Class I Class Il Class IV ClassV Class VI Class VIl

Pucynox 1 — Knaccet mytanmii CFTR (o De Boeck, 2020 [28])

Ilpumeuanue: Mytanuu | kacca mpuBOIAT K MOYTH MOTHOMY oTcyTcTBUIO O6enka CFTR. B ocHOBHOM
3TO MyTallM{ CTOMN-KOJOHA U MYTAI[UU CABUTA PAMKHU CUUTHIBAHUS, IPUBOJAILINE K
IIPEXKIEBPEMEHHOMY 3aBEPIIEHUIO KOAOHA. MyTanuu knacca Il mpuBoaAT K HapyIIEeHUIO TPOLIECCUHTa
u TpancnoptupoBku 0enka CFTR, koTopsiii B OCHOBHOM paspymiaercs B mporeacome. KonmndecTBo
oenka CFTR nHa anukansHON MeMOpaHe IIpH 3TOM CHIIBHO CHHKeHO. MyTtaruu kiacca 111
npeanoiararT Hammuue 6enka CFTR Ha kinerounoit MeMOpaHe, HO AedheKTHas perysius
crpobupoBanus CFTR cepre3Ho HapyiiaeT OTKpbhITHE KaHana. Myrtaruu kiacca [V BbI3bIBaOT
HapylieHue npooaumoctu kanana CFTR, npu 3ToM MeHbIIee KOJIMY€CTBO HOHOB MPOXOJIUT Yepe3
MOPbI OTKPBITOTO KaHaia. Mytaiuu kiiacca V, UMM 4acTo SIBJISIIOTCS allbTepHATUBHBIE MyTalluu
CIJIafiCUHTa, PUBOIAT K CHIKCHHIO KoJndecTBa HopMaiibHOTO Oenka CFTR. Mytamuu kimacca VI
npuBOIAT K HecTabminbHOCTH O6enka CFTR, koTophIii mpex1eBpeMeHHO BO3BpAIaeTCs U3 auKaIbHOU
MeMOpaHbI U paspymaercs B Jin3ocoMax. Co BpeMeHH 3pbl BOZHUKHOBeHUsT Monyisitopa CFTR Obut
n00aBJIeH CebMOM KIIACC, KOTOPBIN TPYNIUPYET OONBIINE EICIIMHA U MyTalluU CABUTA PAMKHU
CUMTBHIBaHMSI, KOTOPbIE HEJIETKO MOAJAI0TCS (hapMaKoTepanuu

C knuHuueckor Touku 3penuss Mmytanuu [-III m VII knmaccoB cumtaror
«TsKeIbIMm», [V-VI TUIIOB — «MATKHUMW», YTO KOPPEIUPYET CO CTEMECHBIO CHUKEHUS
GyHKIMM TpaHCMEMOpPAaHHOTO XJIOPHOTO KaHaja, OMpeNeNsieT COXPaHHOCTh (YHKIIMH
MOJKETYIOUHOM KeJle3bl U aCCOLMMPOBAHO C (DEHOTHUIIOM M KapTHUHOW 3a00JIeBaHUS.

PacnpocTpaneHHOCTh M BUJ MyTalWMd B PAa3HBIX PETHMOHAX M ITHUYECKUX IPYIIIAX B
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3HAUUTEJIBHOW Mepe BapbUPYIOT. Tak, TUAUPYIOMNUM BO BceM Mupe Bapuant F508del, B
CIHIA cocrasinset 85,8%, a B Poccuu Tosibko 52,6% [8; 9; 10]. [Ipu aTOoM 3a Hell B Ha1en
ctpane mo pacupocrpaneHHoctu cienyroT CFTRdele 2,3, E92K, E1282X, 1677delTA,
4acTh M3 KOTOPBIX «IHAEMUYHA» JUIsi TEeX WIM HHBIX peruoHoB Poccum (T.H.
«CIIaBSTHCKUE», UYBAILLICKUEY», KKABKA3CKUEY).

benoxk CFTR «Bctpoen» B wmemOpaHy OONBUIMHCTBA OSMHUTEIHOLUTOB |
byHKIMOHUpPYET Kak NAM®D-3aBUCUMBIM XJIOPHBIM KaHai. Ilpu ero oTcyTCTBUU WU
U3MEHEHUHU CTPYKTYpbl HapyllaeTcs OCHOBHas (GyHKIMsS — abcopOuus HMOHOB XJopa
Bcien 3a abcopOrueit Hatpusi. [ledexTHblil mepeHOC MOHOB MPUBOAUT K CHUKEHHIO
o0beMa JKUIKOCTH HA TTOBEPXHOCTU IMUTENHNS, CTyIeHnt0 cekpera (10 30-60 pas), 9to
BIIOCJICJICTBUU HApylIaeT HOPMAJbHYI0 paldoTy MYyKOLMJIHMApPHOTO KJIMpEHCa W
MUKpPOOHOM KOHTaMHHAIIMU B HECTEPUIIbHBIX JIOKyCaX, OOCTPYKTUBHYIO AUCHYHKIUIO B
9K30KpUHHBIX Kene3ax. CFTR, Oynyun nomudyHKIIMOHATBHBIM, TPUHUMAET YYaCTHE U B
apyrux mpoueccax: auddysun kapOokcui-uoHa, perynupys pH cHapyku u BHYTpU
KJIETKU; BBIBEJICHUE IIyTATHOHA U3 PECIIMPATOPHOTO AIUTEINNSA; PETYISIIUNA TPAaHCIIOPTA
MOHOB KaJusl M KaJIbLIMs; MPOJAEMOHCTPUPOBAHA €r0 POJb B KAacKaJe BOCHAIUTEIbHBIX
peakuuii [1; 2]. PaccmarpuBas maroyioTHIO PECHUPATOPHOTO TPAKTA, KIOUEBOU
CTAaHOBUTCS BTOPWYHAS IHWJIMApHAS JUCKWHE3WS Ha (oHE CTymieHus cekpera (Ipu
HCXOAHO HOPMAJbHOM CTPOEHUU PECHHUYEK), U30BITOYHAS KOHTAMHUHAIIMS MMaTOreHHOM
O0akTepuanbHOU (h1opoit Ha hoHE HApYIIEHUS KIMPEHCA U, KaK CJIeICTBUE, XPOHUYECKUN
MH(PEKIIMOHHO-BOCHAIUTEIbHBIA ~ MPOIECC, HEU30EKHO  MPOTPEeCcCCUPYIOMA U
XapaKTEepU3YIOLIUKCI CMEHOM OaKTEpUAJIbHBIX TATOTE€HOB B CTOPOHY O0JIee arpeCCUBHBIX
U PE3UCTEHTHBIX K aHTUMUKPOOHBIM Mpernaparam.

Ha cerognsiminuii J1eHb, HECMOTPS HA TO, YTO M3Y4YEHUE MYKOBHUCIMI032 B
COBPEMEHHOM TMOHMMAaHWUU JJIUTCS BCETO HECKOJBKO AECATWIETHH, NMO3HAHUS O €ro
TE€HETUKE U MOJICKYJISIPHBIX ATOTEHETUYECKUX MEXaHU3MaX HACTOJIBKO IIHPOKH, YTO HE
MTO3BOJIAT PacCKpbITh 170'¢ B paMKax JUTEPATYPHOTO 0030pa 1o
OTOPUHOJIAPUHTOJIOTHYEeCKOi natojoruu. [losTomy B nanpHeleM Oy1yT pacCMOTPEHbI
UCKIIFOYUTENHHO AacleKkThl, Kacarommecs: maroimorun JIOP-opranoB Ha ¢Qone 3TOTO

MYJIBTUCUCTEMHOTO 3a00J1eBaHUSI.
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1.1.4. Dnuaemuoaorus. J[MarHocTuka

3aboseBaHue yalle BCTPEUAETCs CPEAu NpecTaBuTeNel eBponeouIHoi pacel. 1o
nanabiM BO3, pacnpoctpaneHHocth MB B eBpomnelckux cTpaHax XOpolIo M3y4y€Ha U
kosieonercs ot 1:1461 u 1:1775 noBopoxaeHubix B Upnanauu nu dapepckux ocTpoBax
cooTBeTCTBEHHO 110 1:26000 — B ®unnsuauu. [TogoOuslit mokazarens B CIIIA cocTaBnsier
1:3500, a BoT B a3uarckom peruoHe MB Bctpeuaercs Ha nopsiiok pesxke (1:40000-100000
B Uuauu u 1:100000-350000 B Anonun) [44; 45; 46].

Poccusi 3aHuMmaeTr cpeaHUE TO3UIMU CPEAM  €BPOMNEHCKUX CTpaH 10
pactpoctpaneHHoctd MB. B Poccuiickon @enepanuu dyactora, paccuurannas @PI'bHY
«Menuko-reHeTHYecKud Hay4yHbl LeHTp uM. akaaemuka H.II. boukoBa», cocraBuia
1:7210 HOBOpOX)AEHHBIX [2; 24; 47]. B 2006 roxy B Hamiel cTpaHe BHEIPEH MAaCCOBBII
HEOHATaJIbHbIA CKPUHUHI B pamMkax HalmoHanmbHOUW MporpaMmbl «310pPOBbE», NEPBHIN
ATal KOTOPOTO OCHOBAaH HAa OMNPEJEICHUU YPOBHS MMMYHOPEAKTUBHOIO TPUIICUHOTEHA
(MPT) B xpoBHU MJajieHIIa Ha MepBOM Henene xu3Hu [48; 49; 50; 51].

Kpurepun noarBepkaeHUsl IUarHo3a «MyKOBUCLHUIO3» celdyac B HALIEH CTPAHE
cootBeTcTBYIOT ECFS (European Cystic Fibrosis Society) 2018 [52] u moapa3ymeBaroT:
MOJIOKUTEIBHBIN pe3ylbTaT MOTOBOro Tecta u/wim ae myrtauun MBTP (CFTR),

Bb3bIBaromue MB (cormmacno 6a3ze CFTR-2 http://www.cftr2.org), u HEoHaTaIbHYIO

TUTNIEPTPUIICUHOTEHEMUIO, WM XapaKTEPHbIE KIMHUYECKUE MPOSBICHUS, TaKUE Kak
muddy3Hbie OpOHXOZKTa3bl, BBICEB M3 MOKpPOTHl 3HauuMoil 11t MB marorenHoi
MUKpPOGIOpsl (0OCOOCHHO CHHETHOWHOM TMajoyKh), SK30KpPUHHAS IMaHKpeaTudecKas

HEJ0CTaTOYHOCTh, CHHAPOM MOTEPH COJIEH, OOCTPYKTUBHAS a300cniepMus [2].

1.2. XpoHn4yeckuii pUHOCHHYCHUT HA ()OHEe MYKOBHCLHMI03a
[lo MHEeHUIO OOJBIIMHCTBA HMCCIEAOBATENIECH, B HACTOSIIEE BPEMS XPOHUYECKHI
PUHOCHHYCHUT, pa3BuBaroluiics Ha ¢one MB, mnpeacraBmser coOoOl OTAETBHYIO
HO30JIOTHYECKYI0 (opMy, OTaMYaronlyrocs oT Apyrux sHupotunoB XPC mo cBoum
MPOSIBJICHUSIM, TMArHOCTUKE, JICUCHUIO U ucxomgaM [53; 54]. Pax aBTOpoB MCIONB3yeT

Ha3BaHHWE JMarHo3a, kak «MB-cBs3aHHBIM XpoHudeckuii punocunycut» (“CF-related
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CRS” wmn “CF-induced CRS”, “CF-CRS”’) [55], nbITasgich TepMUHOJIOTUUECKU OTJETUTh
€ro OT JIPyrux (PEHOTUIIOB/PHIOTUIIOB 3a00JICBAHUS.

[Tarorene3 mopaxenus: ciuzuctor odonoukn OHII cxofeH ¢ TakOBBIM B HIHKHUX
OTJENaX PECHUPATOPHOIO TPAKTa, YUYUTHIBAS €AMHCTBO MOPQOJIOTUM SIUTEIHS BCEH
IbIXaTebHOW cucTeMbl. (OYCIOBIGHHAs TEHETUYECKUM JAePEeKTOM AUCHYHKITUS
xyopHoro kaHaiga CFTR, mpuBoautr K yBenuueHuio peabcopOLMM HOHOB HATPHs
KEJIE3UCTBIMU KJIETKAMH, HAPYIIEHUIO JJIEKTPOJMTHOTO COCTaBa CIU3U U BBIJCICHUIO
CEeKpeTa MOBBIINIEHHON BA3KOCTU [56; 57]. Pa3BuTHe B NaHHBIX YCIOBUSX BTOPUYHOM
UUJIUAPHONM JTUCKUHE3UU (IIPU UCXOJHO HOPMAJIbHOM CTPOCHHHM PECHUYEK), B CBOIO
o4epelib, HapyIaeT ecTeCTBeHHbIM Mexanu3M kiauperca OHIL, Gi1oky ux ecTecTBeHHBIX
coyctuid, runokcuu B nonoctd OHII u konoHM3anuu maTtoreHHOW OakTepuadbHOW U
rpubkoBoit propoii. Kak u npu apyroit atuonoruun XPC, npu MB MoxeT UMeTh MECTO
kak XPC ¢ HazanpHbIM TTomHmo3oM (XPC ¢ HII), Tak u 6e3 Hero (XPC 6e3 HIT) [18].

CrnenyeT OTMETUTh, YTO B JIETCKOM BO3pacTe, 0COOCHHO B MEPBOM JeKaie KU3HH,
MOJIMTIO3HBIA PUHOCUHYCUT SIBJISICTCS SKCKITIO3MBHO PEAKUM COCTOSTHUEM U CaMo TI0 cebe
HaJlMyue TMOJUIIOB TMOJOCTHU HOCAa paccMarpuBaeTCd Kak I[IOKa3aHUe JJid
JIMarHOCTUYECKOTO TIOMCKA OMPEEICHHOIO CIIEKTpa HACJIECICTBEHHBIX 3a0oyieBaHuii. B
CBSI3M C HauOOJbIIIEH YaCTOTOM Ha TIEPBOM MECTE CTOMT MMEHHO MYKOBHUCIHI03 [58],
3aTeM — TE€pBUYHAS [WIHapHas AUCKUHE3Ws] W PAI MEPBUYHBIX (BPOXKIECHHBIX)
uMMyHonepUIMTHBIX cocTtosiHuM [59]. Takum oOpa3om, B JETCKOM BO3pacTe
«MIMOTIATUYECCKUI» HA3IBHBIA TIOJIUIO3, a TaKXke «pedpaKkTepHBIA K JICUYCHUIOY
(“difficult-to-treat”) tsxenbiii XPC BKIIFOUCHBI B CITUCOK aOCOJIOTHBIX MOKAa3aHUM JIJIs
BBITIOJTHEHUS TIOTOBOTO TecTa. B T.4. 310 moctynupoBano B European Position Paper on
Rhinosinusitis and Nasal Polyps (EPOS) 2020 [18; 60]. OcobenHyt0 akTyaJIbHOCTh 3TO
npuoOpeTaeT B CTpaHAX, HE MNPAKTUKYIOINIMX MAacCCOBBbIM HEOHATAJbHBIA CKPUHUHT
HOBOpOXKJeHHbIX Ha MB (manpumep, B Kwutae, rme pacnpocrpaHeHHocth MB
3HAUUTENIbHO HIKe, yeM EBporie) [61], a B Poccun — miig manueHToB, POIUBIIHUXCS 0
2006 roga, HE MPOUIECAINX CKPUHUHI, WJIM MIPU €70 JIO)KHO OTPULIATEIIBHBIX 3HAYCHUSAX,

KOTOpBIE COCTABIAIOT 7% mIpH cyliecTByomeM B PO anroputme [48].
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Bmusinue undexnnonHo-BocnanmurenbHoro nporecca B OHIT na treuenne MB B
11E€JIOM CJIOKHO HEJIOOLICHUTb.

Bo-nepBbix, OHII B HacTos11Iee BpeMs pacCMaTpHUBAIOTCSI KAK OCHOBHOM MCTOYHUK
U pe3epByap MAaTOreHHON MUKPO(IOpHI, BTOPUYHO KOJOHU3UPYIOIIEH HUKHUE OTHEIBI
pPECIIUPATOPHOIO TPAKTa, B T.U. MOCIE TPAHCIIAHTALUUU JIETKUX (3TOT ACIEKT HWMEET
KOJIOCCAJIbHOE 3HAYEHHUE U OyJIeT paCCMOTPEH OTIEIBHO HUXKE).

Bo-BTOpbIX, 3arpynHeHHE HOCOBOro abixaHus Ha (oHe XPC moTeHUMAIbHO
CHIKAeT KaueCTBO JKU3HHM MallMEHTOB JIOOBIX BO3PACTHBIX TPYIIIL.

B-TpeTbux, Ha poHEe Ha3aIbHON OOCTPYKIIMM U BBIHYKIEHHOT'O POTOBOT'O JIbIXaHUS
UCKJTFOYAIOTCA MEXaHM3Mbl KOHAMIIMOHUPOBaHUS Bo3ayxa B mojoctu Hoca nu OHIL B
pe3ysbTare 3TO NPUBOAMT K IONAJAHHUIO B JIETKME BO31yXa, KOTOPBIM HE IOABEPICS
(U3HOIOTUYECKOMY OUMIICHHIO, YBIAQXHEHUID WU COIPEBAHHI0, YTO HE MOXKET HE
ITOTEHLIUPOBATH NOBPEKIECHUE CKOMIIPOMETUPOBAHHOM JIETOYHOM TKAHM.

B-ueTBepThIX, BBIABMHYTA THUIIOTE€33, CONIACHO KOTOPOM  OOOHSTENIbHBIE
HapylieHus, conyrcrBytone XPC (0coO€HHO ¢ Ha3aJbHBIM IOJIMIIO30M), MOTYT
OKa3bIBaTh HETAaTWBHOE BIUSHHUE HA amNeTUT Yy mauueHToB ¢ MB, mis xoTtopsix u 0e3
ITOr0 XapaKTepeH HMU3KUHA HYTPUTUBHBIA CTaryc Ha (OHE IaHKpEeaTU4ECKOi

HEJI0CTAaTOYHOCTH U MalibabcopbOumu [42; 55; 62; 63].

1.2.1. PacnpocTpaHeHHOCTh XPOHUY€ECKOr0 PUHOCHHYCHTA
NpH MYKOBHCLH103€
Nmeromuecs s3MuaeMUOI0TMYECKUE JAHHbBIE KpailHe IPOTUBOPEUUBBI, YTO CBSA3aHO
C pa3IMYHbIMM HWHCTPYMEHTAaMHM JHAarHOCTMKM U ydera nopaxenus OHII,
UCIIOJIb3yEMbIMH B Pa3HBIX HCCIEA0BAHUSIX: OMPOCHUKH, SHAOCKOMHS, pEHTTeHOTpadus,
KOMIIBIOTEpHAas: U MarHUTHO-pe3oHaHCHasi Tomorpadus. Tak B uccinenoBanuu Leticia
Boari u Ney Penteado de Castro mi1., B KoTopoe Bomuiu naiuentsl ¢ MB B BozpacTte ot 6
no 22 net, nuarno3 XPC Obin ycranoBieH B 20,58% cilydaeB ¢ HCIIOJIb30BaHUEM
onpocHuka, B 73,52% — ¢ mnomouipto 3HAoCKomuMu U B 93,54% mnpu oueHke

KOMITBIOTEPHBIX TOMOrpamm [64].



30

Kpome Toro, ogHu uccienoBaHus YUYUTHIBAIOT TOJIBKO MOJUIIO3HBIA PUHOCUHYCHUT
(XPC c HII), npyrue — nobyro ctenenb BorieueHHocTH OHII. Pa36poc maHHBIX MO
pacnpocTpaHeHHOCTH KosebmeTcs ot 63 mo 100% [15; 16]. Yuer XPC 6e3 HII B nerckom
BO3pacTe MPEACTABISIET OCOOCHHO CIOKHYIO 33/1ady B CBSI3M C OTHOCUTEIBHO HU3KON
MacCOBOI BOCHPOU3BOAUMOCTBIO JTYYEBBIX METOOB HCCeA0BaHMs. Bee ke yTBepk1aTh
o 100% pacnpoctpanenHoctt XPC He mnpeacTaBisieTcsl BO3MOXKHBIM, MOCKOJBKY
CYIIECTBYIOT yKazaHus Ha nanueHToB ¢ MB 6e3 nopaxenus OHIL. Hanpumep, Yung c
COAaBTOpaMH ONMCHIBAET JIBOMX JETE B BO3PAaCTHOM Juamna3oHe oT 5 go 18 iner ¢
uHTakTHEIMU OHII [65], 9yTO HE MPOTHBOPEUYUT U HAIIEMy ONBITY HaOmoncHui. B
uccienosanun M.B. MapteiHOBO#M pacnpoctpaneHHOCcTh XPC (B mesom) B rpymme 80
nerert ot 0 o 17 net cocraBuina 81,3%, U3 HUX Ha3aIbHBIN IIOJIMIIO3 OBLI BEISBIEH B 85%
ciyyaeB [4]. Yactora momumnosnoro punHocunycuta (XPC c¢ HII) mpu MB wumeer
HEYKJIIOHHYI0 TEHACHIMI0O K pPOCTYy C Bo3pacToM: B Perucrpe mnamueHToB C
MykoBucHHI030M B Poccuiickort ®@eneparnuu 2018 roga obiasi pacinpoCTpaHEHHOCTh
XPC ¢ HII coctaBuna 27,03% u HeykinonHo pocina ot 0% y aerei B Bo3pacrte 1 roma 1o
45,33% cpenu nmanuveHToB B Bo3pacte 16 ner [66]. AHamoruyHbie JaHHbIE MPUBOAUT
rpymnmna yueHbix u3 I'epmannn: yactora XPC ¢ HII y nereit no 6 ner B nccienoBaHuH
coctraBmia 18,7%, B Bo3pacTHOM auarnazone 7-12 net — 38,2%, 13-18 net — 45,2% [67].
Yung et al. B To ke BpeMs yKa3bplBa€T Ha PACIPOCTPAHEHHOCTH MOJMUIIO3HOTO
pUHOCHHYCHUTa, paBHYrO 57% cpeau nerei crapme 5 ner [65]. Tem He MeHee,
HOTPEIIHOCTH B MOJOOHBIX HCCIENOBAHUAX OYEBHAHBI. JTO MOATBEPXKIAET pa3dpoc
SMUJIEMHUOJIOTHYECKUX TIoKa3zaresiei B Peructpax 0onbpHBIX. B poccuiickom Peructpe 3a
2020 rom pacmpOCTPaHEHHOCTh HA3JIBHOTO TMOJUIO3a Kkosnebnercs ot 22,7% B
Cubupckom denepansaom okpyre 10 49,03% B Ypansckom [24]. Hanbonee BeposTHBIM
NPENCTABIACTCS HE MPUHUUIMAIBLHO HEPABHOMEPHOE pacIpeliesieHue MalUeHTOB I10
reorpau4ecKuM 30HaM, a PETHOHAIbHBIE OCOOEHHOCTH JMArHOCTUKU U JOCTYITHOCTH
OoTOopUHOJIapuHTONOornueckorn nomouu. Ilocne moctmxenus 20 ner XPC B nenom u
Ha3aJbHBbIM IIOJIMIIO3 B YAaCTHOCTM BcTpedarorcs pexe. Cpenm 104 B3pocibix B
uccienoBanuu Berkhout ¢ coaBt. pacnpoctpanennocth XPC cocraBmma 63%, 3 Hux

XPC ¢ HIT - 25% [16]. CHM>keHME 10U TAUUEHTOB C BbIpakKeHHBbIM nopakennem OHII
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MOXET OBITh KaK HCTUHHBIM (CBSI3aHHBIM C OCOOEHHOCTSMH «arpeCCHUBHOCTI»
BOCHAJIUTEIBHOIO IpOLIECCa B Pa3HOM BO3pacTe), TaK U OTpakaTb rubesb Hanbosee
TSOKENBIX OOJNIBHBIX B MOJPOCTKOBOM BO3pacTe, T.K. Haimuuue Tsokenoro XPC, kak
IIPABUJIO, KOPPEJIUPYET C TSKECTbEO OCHOBHOTO 3a00JIEBaHUS U KiaccoM MyTauuu [68;
69]. B oreuectBeHHoM e uccienoanuu [.JI. [llymkoBoii, omuceiBaromeM XPC y
B3pOCIBIX NalMeHToB ¢ MB, Ha ocHOBaHuM o0cnenoBanus 348 OOJIBHBIX, YCTAHOBIEHA
100% pacnpoctpanennocts XPC [6].

B tabmune 1 npuBeneHsl JaHHbIE palOT, MOCBSIIEHHBIX H3yYEHUIO
pacnpoctpaneHHoctd nopaxenuss OHII na ¢one MB. OueBuaHBl 3HAUYUTEIBHBIC
pa3nuuus B pe3yibTarax, OOyCIOBIEHHBIE KaK METOJOJIOTUEH HWCCIeTOBaHMMA, TaK

BBI60pKOI>i M BO3PACTHBIM COCTABOM BKJIFOUCHHBIX ITAIIMCHTOB.

Tabnuna 1 — PactipoctpanenHocts XPC Ha pore MB: 0030p mpoBeaeHHBIX
UCCIIEN0OBaHUN

ABTOp T'on Bbi0opka HNucTrpyMeHT PacnpocTpaHeHHOCTH
XPC XPC ¢ HIT | XPC 6e3
HII
MapteinoBa U.B. [4] | 2012 | n=80 (metu |»ugockonus, KT | 81,3% 76,3% 18,8%
0-17 mer)
Babinski et al. [15] 2008 | n=126 (metu, | KIMHHYECKOE 92,9% 18,3% 74,6%
B3POCIIbIC: o0caeno0BaHue,
4-28 ner) LIUTOJIOTHSI
Berkhout et al. [16] 2014 n=104 supockonus, KT, 63% 25% 38%
(B3pociibie) OIIPOCHUK
(RSOM-31)
[IymkoBa I'M. [14] 2020 n=348 saockonust, KT 100% 34,1% 65,9%
(B3pocbie)
Yung et al. [65] 2002 | n=23 (metu |sunpockomus, KT | 91,3% 56,5% 34,8%
5-18 mer)
Schraven et al. [67] 2011 | n=81 (metu 9HI0CKOTIHS - 19-45% B -
0-18 mer) 3aBUCUMOC-
TH OT
BO3pacTa
Peructp marmmentoB | 2020 |n=3722 (netw, y4eT - 22,71- -
C MYKOBHCLIMI030M B3pOCIbIE) | YCTAaHOBJIEHHBIX 49,03% B
B P®. 2022 rox. [24] JINAarHO30B 3aBUCUMOCTH
OT peruoHa
Hassanzad et al. [70] | 2019 | n=80 (metu, |kputepuu EPOS | 23,8% - -
2-20 net)
Cimmino et al. [71] | 2005 | n=89 (neTn) SHJOCKOIIHS - 33% -
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Terpos A.C. [7] 2025 | n=245 (netn) ocMoTp, 81,6% 50,2% 31,4%
SHJIOCKOIIHS,
AHKCTHPOBAHUC

Takum o6pazom, nanuble 00 snuaemuoiorun XPC Ha ¢done MB nocrarouno
MPOTUBOPEUMBHI M TPEOYIOT HOBBIX MOJUMOMAIBHBIX HWCCICIOBAaHUNM Ha OONBIINAX
BbIOOpKax. TeM He MeHee, He OcTaeTcsi COMHeHui, uro mopaxkenue OHII sBusercs
KpaiHe 4acThIM. JTOT (paKT U COBPEMEHHOE IOHMMaHKE IMaTOreHe3a MO3BOJISIET YBEPEHHO
rooputh 0 XPC kak 00 OZHOM H3 OCHOBHBIX MposiBieHHI MB, a He kak 0 ero

OCJIO)KHEHUH, KOTOPBIM PUHOCUHYCHUT CUUTAJCA panee [72].

1.2.2. Oco0eHHOCTH KIMHUYECKOH KAPTHHBI XPOHUYECKOT0 PUHOCHHYCHUTA
Ha (oHe MYKOBHCIHI03a, BJJUSIHHE HA KA4€CTBO KU3HHU

N3yyenne wuctuHHOM pacnpoctpaneHHoctn XPC cpeaun mnanmentoB ¢ MB
3aTPYAHSAETCS TaKKe M U3-32 CTEPTOCTH KIMHUYECKON KapTUHBI. 3BECTHO, YTO JaHHaA
KaTeropusi OOJbHBIX HE CKJIOHHA AKTUBHO MPEAbSABIATH KAJI0OBI, Jake MPU YCIOBUU
OOBEKTHBHOTO Hanuuusg kianHuueckux kpurtepueB XPC, comtacuo EPOS, wu
COOTBETCTBYIOUIUX PEHTIC€HOJOTUYECKUX U3MEHEHHUI. DTO MPOUCXOAUT HECMOTPS Ha TO,
470 nopaxenue noioctv Hoca 1 OHII npu MB oTHOCHTCS K CaMOil CITOKHOM U TSKEION
Kareropun OoJsie3He BepxHUX AbixaTenbHbIX NyTel — SCUAD (severe chronic upper
airway diseases [ msoicenvix XpoHUUecKux 3a001e6aHUll 6EPXHUX ObIXAMENbHbIX Nymell])
[73]. Tlo nanubiM Aanaes, iuiib 10-15% B3pocnbix nanuentoB u 20% nered npu
BpaueOHOM OCMOTpE aKTHMBHO NPEIbSBISIIM XKanoObl, cBoiicTBeHHble XPC, HO mnpu
aKTUBHOM HX COOpe ¥ BKJIIOYCHHH B aJITOPUTM OOCIICAOBAHHS BAJIUIAPOBAHHBIX
onpocHUKOB (SN-5, SNOT-22 B 3aBUCHMOCTH OT BO3pacTa), XapaKTEPHbIC CUMIITOMBI
umenu mecto y 81-86% [74]. [logoOHbIe pacXxokAeHUST OOBSICHSIOT WM aJanTaiuei K
MEJIJIEHHO MPOrPECCUPYIONIENH C caMOro paHHero jnercrBa cummnromaruke XPC, wim
JOMHUHHUPOBAHUEM KIIMHUYECKUX MPOSIBICHUI MOpaxeHus: Apyrux opraHoB npu MB (B
YaCTHOCTH, CO CTOPOHbI HMXKHUX OTAEJIOB PECHUPATOPHOIO TPAKTA), WIM HCTHUHHOU
MaJIoOCUMITOMHOCTBI0O  MB-accommuupoBannoro XPC [55]. OcHoBHO#  kamoOoi
nanureHToB ¢ MB u XPC ¢ HII saBnsieTcst 3arpyHeHre HOCOBOTO JbIXaHUs (Ha3ajbHas

OoOCTpyKITUs), @ MPU OTCYTCTBHHM HA3aJILHOTO TMOJIMMO3a — TOJIOBHas 00ib. OmHAKO
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MOCJEe/IHEE CBOWCTBEHHO TOJILKO B3pOCIBIM MAallMEHTaM B TO BpeMs, Kak JETU C
aHajornuyHbiMu u3MeHeHussMu OHIT kpaifHe penko sxanyroTcst Ha nedanruto [65].

[Tomumo oObuHBIX cumMnTOMOB XPC, BXOASIIMX B KPUTEPUU JAUATHOCTHUKH,
cornmacHo EPOS 2020, Takux Kak puHOpes, Ha3ajbHas OOCTPYKIHs, OOOHSATEIbHbBIC
pacctpoiictBa u Ap. [18], nna nauuentoB ¢ MB xapakrepHO Haauyue OYEHb BA3KOTO
OTIESIEMOTO, JTUTEBbIe AedopManuu (TIPH MO3IHEN MTOCTAHOBKE TUArHO3a U JICUCHHUH ) —
TUIIEPTEIOPU3M, DPACHIMPEHUE MNEPEHOChs, MNPONTO3 (WM 3SK30(TalbM) BCIEICTBUE
«arpecCMBHOTO» TOJIMIIO3HOTO TMpoIlecca B KIETKaX pelmierdaroro jabupuata. [lpum
nepeHe PUHOCKOIIUU U SHJIOCKOMHUH MOJOCTH HOCA YaCThIMA CUMIITOMAMHM SBJISIOTCS
MPEUMYIIECTBEHHAs JOKAIU3alusl OTAEISIEMOrO0 B HUKHEM HOCOBOM XOJi¢ (KaKk U MpH
NEPBUYHON IIIMAPHON JUCKMHE3UH), BhIOyXaHHe JlaTepajbHOW CTEHKU IOJIOCTH HOca
[38]. Tem He MeHee, pPHUHOCKOIIMYECKHME M3MEHEHUSI HE BCeraa SBISIOTCA
crienuUIeCcKUMU 1 MOTYT HE KOPPEIHPOBaTh C TshkecThio mopakenus OHIT u momoctu
Hoca. Psy aBTOpOB cO00IIaeT 0 BHICOKOW pAaCIPOCTPAHEHHOCTH TAKUX CUMIITOMOB, KaK
rajinTo3 M Hazaau3aius rojoca [75].

Kpowme Toro, mo marasiM Naqvi ¢ COaBT., TOCTATOYHO XapaKTEPHBIMU TSI ICTEH U
MOJIPOCTKOB, cTpafaroux MB, sSBISIOTCS CUMITOMBI, CBSI3aHHBIE C HApYIICHUEM CHa!
43,5% coobmumm o mpobiemMax ¢ 3aceimanueM, 39,1% — ¢ mognepxxanuem cHa, y 30,4%
OblT OTMEUeH Xxpam 1o Houam, a 73,9% cooOmmum o AHEBHOW COHIHMBOCTH [76].
[Tocnennee MOXKET KOCBEHHO CBHJIETEILCTBOBATH O HAIMYUU 3MHU30/I0B OOCTPYKTUBHOIO
anmHo» cHa. BeposiTHO, JaHHas rpynna KIMHUYECKUX MPU3HAKOB OJHOBPEMEHHO MOMKET
ObITh CBsI3aHA, KaK C OpPOHXOJIETOYHBIMHM, TaK W CHUHOHA3AJIbHBIMU MPOSIBICHUSIMU
00J1e3HHU.

Uccnenosarenu u3 bensruu B rpynne u3 135 nanuentoB ¢ MB B Bo3pacte ot 6
Hezenb 1o 36 ser (1997 r) mony4yuiau CIEAYIONIYI0 PaclpOCTPAHEHHOCTh JKaJIo0 U
OOBEKTUBHBIX KIMHMYECKHX CHMIITOMOB: IIOCTOSIHHAS 3aJI0KEHHOCTH Hoca — 66%,
punopest — 64%, ronoBHas Oonb — 53%, dYacTble «OOOCTPEHHSI MPOCTYIHBIX
3aboneBanui» — 48%, anocmus — 24%; cpeau SHIOCKONUYECKOW CUMIITOMATHKUA OTEK
HOCOBBIX pakoBUH — 88%, oTaensieMoe B HOCOBBIX xonax — 70% (ruoit B 64% ciyuaes,

ciu3b — B 46%, kopku — B 21%), Hanuuue nonunoB — 33%, BeIOyXaHue JaTepaibHON
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CTEHKH MOJIOCTH HOca — 15%, Mennann3anusi KproYKOBUIHOTO OTpocTKa — 25%, a Takxke
TUIEpeMusl U TUnepiazus IuMGOuaHbIX (HOMKYIIOB 3aAHell cTeHku ToTku — 70%,
yBEJIMYEHHUE MEHHBIX TUM(pATUIECKUX y3710B — 57%, pacimupenue cruHku Hoca — 46%,
«rotudeckoey» Hebo — 17% [77].

[To manabpIM Yung c coaBT., 6onpmmHCTBO AeTeil ¢ XPC, pa3BuBmmMcs Ha GoHE
MB, B OCHOBHOM TPEIBSBISAIOT TAaKWe HeCHENMU(UUYHBIC >KAIOOBI, KaK Ha3ajabHas
0O0CTPYKIUSI, pUHOpEs (KaK «IEePEeAHsIs», TaK U «3aHSs1» ), AHOCMUS U POTOBOE JbIXaHUE.
CxonctBo  KIMHUYECKOM KapTuHbl Mexay XPC, runeprpodueit aneHOUIOB,
aJUIEPTUUECKUM PUHUTOM 3aTPYAHSIOT NEPBUYHYIO TU(DPepeHIINaTbHYIO TUAarHOCTHKY.

B macrosgmmii MOMEHT He BBI3BIBaeT coMHeHHM, 4To XPC B mejloM OKa3bIBaeT
3HAUUTEIPHOE OTPUIATEIBLHOE BIMSHUE HA KAYECTBO XKU3HU KaK y JIETEH, TaK U Y
B3pOCIbIX [78; 79] 1 ero olieHKa B AUHAMHKE CTaJla HAJIEKHBIM METOJIOM HCCIIEIOBAHUS
3¢ (HEeKTUBHOCTH KOHCEPBATUBHOTO U XUPYPTUIECKOTO JICUCHUS B PUHOJIOTHH.

N3yuenne BausHus Ha kadecTBO )u3HU XPC B coctaBe MB mnpencrasisier Oonee
CJIOXHYIO 33/1a4y B CBSI3M C MHOXXECTBOM CHMIITOMOB ITOMHUMO PUHOJIOTMYECKHUX. Tak B
uccinenosannu Dylan K. Chan u coaBTOpoB MpoJeMOHCTpUpPOBaHa TOCTATOUHO HU3KAs
creneHb BiMsiHUA mposiBieHud XPC Ha kauecTBO >ku3HM jAeteid ¢ MB. Hcnonb3ys
BaJIMAUPOBAHHBIN ONPOCHUK SN-5, aBTOpbl OTMETHIIN JIMIIb YMEPEHHOE OTKJIOHEHHE 10
TaKUM BOIIPOCAM aHKEThI, KaK «MH(DEKITMOHHBIN MPOIIECC» U «HA3aTbHAsT OOCTPYKIIHS,
B TO BpeMsi KaK OCTajJbHbIE MapamMeTpbl («CUMIITOMBI aJIEPTHI», «IMOIMOHAIbHBIN
JUCTPECC» U «OIPaHUYEHUE AKTUBHOCTH» ) OKA3AJINCh MHTAKTHBI y Jiereld ¢ MB. B nenom
MOJTyYEHHBIE PE3yabTaThl ObUIM CPaBHUMBI ¢ TakoBbIMH y neteil ¢ XPC, Ho 6e3 MB,
nocine 3¢dextuBHOro jedenus. Kpome Toro, He OBUIO OTMEUEHO W JUHAMHUKH
MOKa3aTesiell KauecTBa KU3HM JI0 M TOCHe JiedeHus B uccienyemoi rpymnmne [80].
HamporuB, Maryam Hassanzad u ee koiiern NpoAeMOHCTPUPOBAIM JOCTOBEPHOE
pasznuune B 6amrax o onpocHuky SN-5 B rpynme u3 80 nereit (2-20 net) ¢ MB mexny
crpagaromumu XPC u nanuentamu 6e3 nopaxkenust OHII (3,41 u 1,84 cooTBETCTBEHHO,
»=0,000) [70]. IIpu sToM nu3aiiH UCClIeIOBaHUS HEOAHO3HA4YeH. PacnpocTpaHeHHOCTh
XPC B manHoU rpymme cocraBmwia Bcero 23,8%, 9TO TPOTUBOPEUUT OOJBITUHCTBY

SMUICMHUOJIOTHYCCKHUX HCCHCHOB&HHﬁ. I[I/IaFHO?, YCTaHAaBJIIMBAJICA JIMIIb Ha OCHOBAHHWUA
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*ajno0 maueHToB B cooTBeTcTBUM ¢ kputepusmu EPOS, T.e. B rpynmy cTpaaarommx
XPC OTHOCHIMCH TOJIBKO MAlMEHTHI, UMEIOIINE aKTUBHBIC Kal0Obl. OOBEKTUBHU3AIUS
coctossHust OHII ¢ momoursto KT w/mnm supockonuu He mpoBoauiack. [lomoOHbI
JA3aiH U NPeIonpeacnn pe3yiasrarbl. C moMoibo Apyroro onpocHuka — SNOT-16 —
Friedman moxazan 1ocTOBEpHBIN Mapajjieiu3M MEXKIy CTEIEHBIO CHUKCHHS KauyecTBa
XKU3HU, 00ycioBiaeHHOro XPC, U BBIPaKEHHOCTHIO MYJIbMOHOJOTHYECKUX MPOSBICHUIN
MB (npexnae Bcero, camkenueM O®B,) [81]. B nuccepranuu Y.C.Mansasunoit (2021) ¢
HEeNbI0 OLEHKU 3(P(EKTUBHOCTH PHHOXUPYPTUYECKOro JjedeHus aered ¢ MB Obun
ucnonb3oBaH onpocHUK SNOT-22. C ero moMomipl0 ObUIM MPOAEMOHCTPUPOBAHBI
MPEBOCXOJHBIE Ppe3yabTaThl oOlepaTuBHOro BMmemarenbctBa Ha OHIL:  cpennumit
CYMMapHBIi 0ajuT 10 BMEIIaTebCTBa coOCTaBisii 49,43 £+ 16,7, Torna Kak mocie Hero craj
17,68 = 11,8 (»p<0,001) [82]. OcCOOEHHOCTBHIO JAHHOTO HCCIICIOBAHUS SIBIISICTCS
npuMenenue mkaiasl SNOT-22 y nereit co cpegHuM Bo3pactoM 9,76 JieT rpu TOM, YTO
JAHHBIN OMPOCHUK BaJUAUPOBAH ISl B3POCIBIX U MOAPOCTKOB crapuie 12 netr. Tem He
MEHee, CYIIECTBYIOT ellle MyOJIMKallii, B KOTOPHIX C TIIOMOIIBI0O HMEHHO 3TOTO
MHCTPYMEHTA OLIEHUBAJIOCh Ka4e€CTBO KU3HHU JieTel ¢ MB ¢ 6-1teTHero Bo3pacra [83].
Heobxoaumo 0TMETHUTD, YTO B ONPOCHUKAX, UCTIOIB3YEMBIX JIJI U3YUYEHHSI 00IIEero
KadecTBa *u3HU manueHToB ¢ MB, Takux kak Cystic Fibrosis Questionnaire (CFQ), a
takke Cystic Fibrosis Questionnaire-Revised (CFQ-R) HemocTarouno BHUMaHUS
VIEJICHO TOPaXECHHUI0 BEPXHUX JAbIXarelbHbIX TyTed. OgHako B 2015 romy rpymma
KaHaJICKMX Bpadel OmmyOJIMKOBaja MCCIEIOBAHHUE, TJI€ KaueCTBO KU3HU MOJIPOCTKOB U
B3pocibix ¢ MB, onienenHoe ¢ nomoribio «CFQ-R 14+, okazanock JOCTOBEPHO HIXKE Y

narnuenToB XPC, uem Oe3 Hero [84].

1.2.3. Koppeasunst «xreHOTUINI-PEHOTHID)
BaxxapIM  HampapiieHWEM HM3yYeHHs] MYKOBHUCIIMAO03a KaK TE€HETHYECKOTO
3a00eBaHUsl  SBJSIETCSL  YCTAHOBJIEHHWE  TapajUieliell  MEXJIy  KOHKPETHBIMU
MyTaIUsIMHA/BapUaHTAMH HYKJICOTHIHBIX TOCIICI0BATEILHOCTEH U (EHOTHITMYCCKUMHU,

T.C. KIIMHUYCCKUMMU IIPOABICHHUAMU 00JIE3HN. FeTepOFeHHOCTB IFrCHCTHUYCCKHUX I[G(I)GKTOB



36

M, Kak cleacTBue, pasHas cteneHb ocrarouHor ¢yHkimu CFTR  onpenenser
3HAYUTENBHYIO BapHaOeIbHOCTh KIIMHUKH U €€ BHIPAKEHHOCTH.

bonbiias pabora npoBeeHa U B OTHOLIEHUM PUHOJIOTMYECKUX MposiBiIeHU MB,
OJTHAKO PE3YJIbTaThl Pa3IMYHBIX UCCIEAOBAHUN BECbMA NPOTUBOPEUHBEI.

ObnapyxeHre KOppelsiluid MEXIy TeHETHUYECKUM BapHaHTOM, TSDKECTbIO U
(dbopMoii mopakeHHsI BEpXHUX JbIXaTeNbHBIX MyTel MO3BOIMIA OBl MPOTHO3UPOBATH 3TOT
acneKkT TeyeHus: 00JIe3HU, BHIOMPATh B 3aBUCMMOCTU OT BHJIa MYTAallMil IPEBEHTUBHOE
KOHCEPBATUBHOE JIEYEHUE M, B CIydyae HAJIM4YMs MOKA3aHWUU, 00BEM XUPYPrHUECKOIO
BMEIIIATEIbCTBA.

[Toutn 90% mnamuentoB ¢ MB skcripeccupyroT 1Mo KpaitHel Mepe OJIHY KOIHIO
mytaruun F508del (xapakrtepHo muisi 3amagHOEBPONEHCKOW W CEBEPOAMEPUKAHCKON
KOTOPT TMAlMEHTOB, T.€. PETHOHOB, M3 KOTOPBIX HCXOIUT HauOOJIbIIEE YHUCIO
uccienoBanuii). [Io JaHHBIM MHOTHX aBTOPOB, TOMO3HTOTHOCTH Mo BapuaHTty F508del
accolupoBaHa c¢ 6osee TsxkenbiM nopaxenuem OHII, peructpupyeMbiM ¢ MOMOIIbIO
KT, HazanbHbIM NOAMIO30M U 00J€€ BBICOKOW MOTPEOHOCTHIO B PUHOXUPYPrHUECKOM
neuenun [16; 85; 86]. Ilo nmanHbiM Jorissen ¢ cOaBTOpaMH, MOJYYEHHBIM IPHU
oocienoBannu 113 manmentoB ¢ MB, romosurornoe cocrosuue 1o F508del
KOPPEJIMPOBAJIO ¢ KIMHUYECKOH TshkecThio TeueHust XPC (p<0,02) u HanuyueM MoJIUIOB
npu sHAocKonuu mnojoctu Hoca (p<0,05), a OTHOCUTENBHBIM PUCK MOTPEOHOCTHU B
xupyprur OHII 151 3TOM Ipynnbl NAIMEHTOB COCTaBUII 2,33, 4TO OKa3aja0Ch JOCTOBEPHO
BBIIIE 10 CPABHEHUIO C TPYNIION MAIIUEHTOB C «MATKUMI» MyTanusaMu [69].

OnHoll M3 XapakTEpUCTHK BOCHAJIUTEIBHOIO IMpOLEcCa B BEPXHEUEIFOCTHBIX
nazyxax Ha (poHe MB sBIS€TCS OCTEUT 3HAYUTEILHOW CTENEHU BBIPAXKEHHOCTH.
Cunraercs, yto siBiaeHus ocreuta npu XPC cBfi3aHbI C IIUTENbHBIM HH(EKIMOHHO-
BocnanuTenbHbIM npoueccoM B OHIL. JlanHbIE Tpynmbl yY4EHBIX MHOJ PYKOBOICTBOM
Berkhout nmoka3anu, uro namuents! ¢ myrauusimu [-111 ki1accoB UMEIOT OTHOCUTENIBHO
OoJbIIMe 30HBI «MHOUIBTpAMK» KOCTHOM TkaHu cTeHOK OHII Ha KOMMBIOTEPHBIX
TOMOTpamMMax, Kak MapKep OCTEUTa, 4eM MauueHTbl ¢ mytauusamu [V-VI knaccos. Oto
MOKET CBUJETEIBCTBOBATh O TOM, YTO Y NALMEHTOB C MyTAaLUAMH «TSKEIIBIX)» KJIACCOB B

OHII npoTekaroT 6oJiee aKTUBHBIE MPOLIECCHI BOCMAJIEHHUS, YeM Y OOJIbHBIX C MyTalUSIMU
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kiaccoB [V-VI. Ouenku no mkane Lund-Mackay Takke ObUIM 3HAUUTENBHO BBIIIE B
noarpymnmne ¢ mytauusimu I-111 knaccoB [16]. AHanornunblie paznuuus B 6amiax no Lund-
Mackay Mexay OONBHBIMA C MYTaIlUSIMA BBICOKOTO W HU3KOTO PHUCKA BBISBICHBI B
uccleoBaHusX, mpoBeAeHHbIX rpynnamu Ferril et al. [87] u Halderman et al. [68].
[Tomumo F508del, myramus 3272-26A>G, mmpoko pacnpocTpaHeHHoas B PO,
TaK>K€ aCCOLMUPOBaHa C OOJBIINM PUCKOM Pa3BUTHS HAa3aJIbHOTO monumno3a [88].
Heonno3Hnaunbie pesynbrarbl Obliu mosydeHbl B bpaszunuu B 2007 rony. Ilpu
NOMNBITKE HANUTH KOPPEJSIUI0O MEXIy Kiaccom Myrtauuun y 50 nmanueHtoB ¢ MB
MOJIOKUTENbHASA JTOCTOBEpHAs CBsI3b OblIa OOHAapyXKEHa TOJIBKO MEXKIYy TE€HOTHUIIOM
F508del B roMO3UroTHOM COCTOSIHUM W HaJIWMYMeM HaszalbHOro mojumnosza (p=0,006),
ogHako crteneHb KT-usmenenuit B OHII Hukak He Oblla accouuupoBaHa HHU C
KOHKPETHBIMHA MYTAIIUSIMH, HU C X KJ1accoM [89].
Henasusis pabora, nposenenHas B [IurcOyprckom YHuBepcuTeTe Ha BHIOOPKE U3
30 nereti ¢ MB, BBISIBUB JIOCTOBEpHYIO CBS3b «TspkeNbIx» MyTtaumit (I-III kmacc) ¢
OTHOCHUTEIIbHO XYAIMMHU (PYyHKIIMEH MOIKETYIOUHOM Kelle3bl U ToKa3aTeasiMu (QyHKIIUU
aerkux (O®BI1), HanmpoTHB, HE CMOMIA YCTAaHOBUTH KOPPEISLUUUA MEXKAY TIKECTBIO
MyTalluM ¥ HAJIMYMEM Ha3aJbHOTO IOJHUII03a, BO3PACTOM €ro Je0roTa W/Wiu MepBOU
oTiepaluu, PeIANBUPOBAHIEM U MMOTPEOHOCTHIO B pacmmpenHou xupypruu OHII [90].
C npakTU4YecKoM TOYKH 3PEHUSI, @ UMEHHO C LIEJIbI0 CIPOTHO3UPOBATH PE3YIbTaThl
PUHOXUPYPIHMUECKOTO JiedyeHus, Do c KoieramMu TakKe THOMbITalICs OOHAPYKUTh
reHOTHI-()EeHOTUITHYSCKHUE CBs3HU. [[n3aitH ucciiemoBanus mpeamnoarai pasaenenue 153
NAlMEHTOB JETCKOro BO3pacTa Ha 3 rpymmbl: roMo3urotel mo BapuanHTy F508del,
TeTepO3UroThl, TJAE OJHMM W3 BAaPUAHTOB HYKJIEOTHUJIHOM MOCIEA0BATEILHOCTH OBLI
F508del, n nmaruentsl, He HocuTemu F508del («ne F508del»). B xadectBe pedepenca
Oblla TOATBEpXKJIEHAa JOCTOBepHas koppensiuua Mexnay F508del-renotunom u
MaHKpeaTH4eCcKoi HenocTatouHOCThIO (p<0,05). ITpu 3TOM OTCYTCTBOBAJIM JJOCTOBEPHBIE
CBSI3M MEXKIY JAaHHBIM T€HOTHUIIOM U MOBBIIIEHHON MOTPEOHOCTHIO B (PYHKIIMOHAILHON
sujockonmyeckor cunyc-xupyprueit (FESS) (p=0,75), a Tak»e Ha3aaIbHBIM MTOJIMIIO30M,
cymMoii 6amoB o mkane Lund-Mackay, o0beMOM XHpypruueckoro BMeniaTeabCcTBa U

AJIMUTCIIBHOCTBIO TOCIIHMTAIM3alluM II0CJIC OIICpaluu. KpOMG TOTO, HOTp€6HOCTB B
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PEBU3MOHHONW XUPYPrMHM OKa3ajlach OAMHAKOBOM BO Bcex rpymmnax [91]. OueBuIHBIM
HEJOCTaTKOM 3TOTO MCCJIENOBaHUS SIBUJIOCH (DOPMHUPOBAHUE TPYII, TaK KaK K «HE
F508del»-renotunaM MOTIM OTHOCUTCS KaK «MSTKHE», TaK M «TSDKETbIe» KIacChl
myTanui. M3BeCTHO TakkKe, 4TO MpPU TE€TEPO3UTOTHOM HOCHUTENIBCTBE «TSKEIO0M)
myTaruu Il kmacca F508del B anmensHOM codeTaHNM C «MSITKOI MyTalluei 0CcTaTogHast
¢byukuus xinopHoro kaHana (6enka CFTR) onpenensiercst 6onee «J1erkum» BapuaHTOM.

HauOGonbiuM no o6beMy BBIOOPKH MCCIIEJOBAHUEM B 3TOM HANpaBICHUM CTajia
pabota, BeimonHeHHas B benbruu B 1997 romy. ABTopaM He ynanoch HAMTH KaKyro-1100
CBSI3b KAaK MEXJIy TOMO3UTOTHBIM cocTosiHueM 1o BapuanTy F508del u Hamuuumem
MOJIUTIO3HOTO PUHOCUHYCHTA, TaK U B IIEJIOM MEKy TEHOTHUIIOM ¥ dHA0CKonn4eckoit/KT-
KapTUHOW, NHTPAOIEPALIMOHHBIMU HaXoKaMH [77].

CpaBHUTENBbHBI 0030p HCCIEAOBaHUM, TOCBALIEHHBIM MMOUCKY KOppEesuu
«TEHOTUN-(PEHOTUI» B OTHOIIEHUH CHHOHA3AJIbHBIX MPOSBICHUN y manueHtoB ¢ MB

MIPUBEJICH B TabuIie 2.

Tabnuua 2 — I'enotun-penorunuyeckue koppesiuuu B Teuennn XPC Ha pone MB:
0030p IPOBEJIEHHBIX UCCIEAOBAHUM

Hajauune koppeiasinun OtcyTcTBHE KOPPEISIINU

ABTOD, TOJT Bri6opka ABTOD, TOJT Bri6opka

Abuzeid et al., 2018 [85] n=49 (B3pocneie) | Weinstock et al., n=30 (neTH)
2021 [90]

Berkhout et al., 2014 [16] | n=104 (B3pocnbie) |Do etal., 2014 [91] n=153 (netn)

Ferril et al., 2014 [87] n=55 (B3pocneie) |Brihaye et al., n=248 (1etu, B3pOCIIbIE)
1997 [77]

Halderman et. al., 2019 n=126 (B3pocneie) |Cimmino et al., n=89 (neTn)

[68] 2003 [71]

Jorissen et al., 1999 [69] n=113 (netn)

B Ttabmuue 2 orpakeHa NPOTHUBOPEUMBOCTH PE3YNBTATOB IMOJOOHBIX HAayYHBIX
U3bICKaHUI, OJHAKO OOpAaIlaloT Ha ce0si BHUMaHUE HECKOJIBKO 3aKOHOMEPHOCTEW: BO-
IIEPBBIX, HAIMYUE KOPPEISIUU MEXKIy TeHETHYEeCKUM BapuaHToM U mnarojoruend OHII
YCTaHOBJICHO MPEUMYIIECTBEHHO B HCCIIEIOBAHUSAX Ha B3POCIHBIX (BEpOATHO, Ooiee
JUINTEIbHOE TeUeHUE OOJIE3HH B UTOTE IO3BOJIAET BBIIBUThH PA3iIMuMsl); BO-BTOPBIX, B
CaMbIX KpYIHbBIX BBIOOPKaX CBsI3b MEXKAY XapakTepucTukamu teueHuss XPC u reHoTunom

BCE K€ HE HalIcHA.
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OnpeneneHHbplii  MHTEPEC MNPEACTABISIET W IOUCK T€HETUYECKUX OCHOB
xapakTepHbIX mj1 MB ocobenHocteit anaromudeckoro crpoenust OHIL: runomnazuu
JOOHBIX M KIMHOBHJHBIX MazyxX (OyayT moapoOHee OmHMCaHbl B pasfelie Mo JIydeBOH
JIMarHOCTHUKE).

UccnenoBanusi rojUIaHACKUX YYE€HBIX JAEMOHCTPUPYIOT, UYTO MAI[MEHTHl C
myTtauusmu [-111 kmaccoB («TsKenbiey) UMEIOT 3HAYUTEIFHO MEHBIIINE Pa3Mephl TOOHBIX
Y KJIMHOBUIHBIX Ia3yX, [0 CPaBHEHUIO C IanueHtamu ¢ myramusamu [V-VI kiaccos
(«msArkue»). /s BepXHEUEMOCTHBIX Ma3yX 3Ta pa3HULA HE JOCTUraeT CTaTUCTUYECKON
3HaYUMOCTH [16].

Amnanornuno uccinenoBanuss Woodworth et al. u Eggesbo et al. mokazanu, 4ro
TUTIOTUIA3Hs U aruia3us JJIOOHBIX Ta3yX 0OHapyKEeHBI BO BCEX Ipymnmax nmarueHTo ¢ MB,
HO 0COOEHHO YacTo cpenu romo3urot ¢ mytaruend F508del, Takke y Bcex MmamueHTOB ¢
MB BbIsiBIeHAa TUMNOIUIa3usl KIMHOBUIAHBIX ma3yxX. [lo manueim Woodworth et al.,
romo3urotel mo F508del gocToBepHO wHaie umenu Hemopa3BuTHE JIOOHBIX (98%)),
BepxHeuentocTHhIX (70%) u xknmuHoBuAHBIX ma3yx (100%) (p<0,001) mo cpaBHEHHUIO C
HOCHUTEJISIMU IPYTUX T€HETUYECKUX BapuaHToB (69,8% 1 50% cooTBeTcTBEHHO) [92; 93].

SBnsiercss M 3TO BTOPUYHBIM  CIEACTBUEM 0o0Jiee TSKEJIOr0 TEUYECHHs
nH(pEKIMOHHO-BOcnianuTeapHoro npoiecca B OHII nnn ¢penotunuyeckum nposiBlieHueM
CaMOW TEHETHYECKOW TOJIOMKH (MyTalliu), OCTaeTcss OOJacThiO I JAJIbHEUIITUX
uccinenoBanuid. Mpeonorom mepBodt Bepcuu siBisercss rpymnmna Berkhout, kotopas
npeanonaraet, 4ro nagueHTel ¢ MmytanusaMmu I-1I1 kmaccoB 3aboneBaror XPC B Oostee
paHHME CPOKH, yeM OonbHBIC, Hecylue «Markue» mytauuu (IV-VI knaccos). B cBsizu ¢
3TUM 00Jiee paHHUHN BOCHATUTEIbHBIN MPOIIECC TOPMO3UT JATBHEHIITYIO ITHEBMATH3AIUIO
[16]. B monb3y BTOpO# THIOTE3bI CBUAETEIBCTBYET dKCIIEpUMEHTANIbHAs padoTra Chang
et al. B Heil Ha maGopaTopHOM MOJENTU TMOPOCAT C BBI3BAHHBIM MYKOBUCIIHI030M,
runoriazuss OHII npenmectBoBana mx uHpuuupoBaHuto. Takum oOpa3oM aBTOpPHI
NOKa3bIBAIOT NMpAMOE BiAUsHHE MyTauuu reHa CFTR Ha pa3BUTHE U ITHEBMATU3ALUIO
OHII [94].

W nakoHenl HamOoiee MHTPUTYIOUIUM AacleKToM oOCyX)aaeMol MpoOIeMbl

SBIIETCS] BEPOSITHOE BIMAHHE FE€TEPO3UTOTHOIO HOCUTENbCTBA MyTanuu reHa CFTR Ha
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coctossaue OHII. Tlog HOCHUTENBCTBOM MOAPA3YMEBAETCA COCTOSTHUE, MPU KOTOPOM Y
yenoBeka ecTh Mytanus reHa CFTR, OTBETCTBEHHas 3a pa3BUTHE MOHOTEHHOTO
3a00eBaHMs, OTHAKO OHO HE MPOSBIIACTCS, TaK KaK HA BTOPOH aJijiesie HET MaTOTeHHBIX
T€HETUYECKUX BApUAHTOB, OHU JTOMUHUPYIOT U MB He pa3BuBaetcs [95].

Cy1iecTByeT psii UCCIEIOBAHUM, CBUIETEIBCTBYIOMIUX O TOM, YTO «3/I0POBBIC)
TE€TEPO3UTOTHI-HOCUTEIN Yallle TMOABEPKEHb T.H. «UIUONATHYECKOMY», B T.4.
MOJIUTIO3HOMY, PUHOCUHYCHTY.

B onnoit n3 mybOnukaruii coobmanock o 5 (11,4%) vHocurensax F508del B cepun u3
44 B3poCHBIX MALMEHTOB C M30JUPOBAHHBIM HA3aJbHBIM IOJIUIIO30M W HOPMaJbHBIM
noToBbIM TecToM [96]. JIBa mpyrux uccinenoBanus BwisiBunu 7 (11,9%) u 4 (7,3%)
HocuTenell B cepusax u3 59 u 55 HaOmOAeHW COOTBETCTBEHHO C H30JIMPOBAHHBIM
MOJINTIIO3HBIM PUHOCHHYCHUTOM [97; 98], B TO BpeMs KaK B LI€JIOM 4aCTOTa HOCUTEIbCTBA
cocTasisieT okoJo 3,3-4% B obmielt nomyssinuu [99], a B Poccun — 0,52-3,58% [100; 101;
102]. HengocTaTkoM moOCHeIHUX ABYX MCCIIEIOBAaHUMN ObIJIO OTCYTCTBHE OLIEHKH YPOBHS
XJOpUIOB T0Ta W Touck wmytaruid rteHa CFTR, orpaHuyeHHbIH HauOosee
pacpoCTpaHCHHBIMHA BapuUaHTaMH, YTO (OPMATIbHO HE HCKJIIOYalo JHarHO3
MYKOBHCIIM/I03 Y 3THX MAI[MEHTOB U HAJIMYUE PEAKUX TEHETUUECKUX BAPUAHTOB, KOTOPbIE
BBISIBIISIFOTCS IPU CEKBEHUPOBAHUMU.

Taxxe ObUTO BBICKA3aHO MPEIIONIOKEHNE, YTO CTaTyC HOCUTEISI MyTaHTHOTO TeHa
MYKOBHCIIM/I03a MOXKET Mpeapacrnojararb K XpOHUM4ECKOMY CHUHYCUTY 0€3 Ha3allbHOTO
nonumo3a: B koropre w3 147 mamumentoB, ctpamarommx XPC 6e3 HII (ocHoBHBIM
CUMIITOMOM ObUTa HazalibHast oOcTpykuus), 6% ObuM HOcutensimu Mmytanui CFTR,
HauOoJsiee pacnpoCTpaHEHHOM u3 KOTOphIXx Obul BapuaHT F508del, omsate ke 1o
CPaBHEHMIO C YAaCTOTOM «3/I0POBOT0» HOCHUTENbCTBA OT 3 10 4% cpenu HaceleHus: B
uenom [103].

Kpome Toro, y mono3urot no Haubosee yactoit myranuu F508del, ctpanaromux
XPC, nocroBepHO yailie BCTpeuanach TMNOIIIa3Usl JOOHBIX U BEPXHEUEIIOCTHBIX Ma3yX —
PU3HAK, XapakTepHbId A1 0osbHbIX MB [104].

Jlanubie ¢dakTbl TPeOYIOT MadbHEWIUX HUCCICNOBAaHUN M, BEPOSTHO, JIEKAT B

ocHOBe Ooiee Tryookoro nonumanus naroreHeza XPC y nanuentos 6e3 MB. Crpannbim
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MPENICTABIISAETCS OTCYTCTBUE MPOIOKEHUS HAyYHOTO NMOMCKA B JAHHOM HANpaBJICHUU B
TEUEHHE MOCICAHUX 6 JIeT, MPU TOM, YTO OOJBIIMHCTBO IMYyOJUKALMA Ha 3Ty TEMY

natupoBaHo 1990-2000-mu rogamu.

1.2.4. Jly4yeBble METOAbI UCCJIETOBAHMS

JlygeBbie METOIBI HCCIICOBAHUS, MPEKIE BCETO KOMITbIOTEpHAs ToMorpadus,
OCTalOTCS OCHOBHBIM METOIOM oObekTuBU3auu coctosiHuss OHII mpu moObix ux
MaTOJIOTMYECKUX U3MEHECHUSIX.

VY narnuentoB ¢ MB B OOJBIIMHCTBE ClydaeB MPU BHIOJHEHUH KOMITBIOTEPHOM
tomorpaduu (KT) BeisIBIsSIeTCS MOpaXeHWE CHHOHA3aIbHOM 00JIACTH C CaMOT0 PaHHETo
BO3pacTa. B HEKOTOPBIX Ciaydasix UMEHHO AOCTATOYHO NarorHomoHnyHas KT-kaptuna
m3MeHenud B OHII npu onpeneneHHOW CTENEHW OPUEHTHUPOBAHHOCTH Bpaya-
OTOPUHOJIAPMHIOJIOTA WM CIIELMATIMCTA I10 JIy4eBOM IUAarHOCTUKE B TAKOW PEIKOU
narojoruv, kak MB, Tmo3BoJsIM  3amoAO3pUTh JIMAarHo3 W WHULHMHPOBATH
COOTBETCTBYIOIIEE 00ceoBanre. B HacTosiee Bpemsi oJJOOHbIE CUTYalluy BO3HUKAIOT
peXe B CBA3U C BHEAPEHHMEM IPOrpPaMMBbl HEOHAaTajabHOro cKkpuHuHra MB B Poccun ¢
2006 rona. TeM HE MEHEe, €AMHUYHBIC CIIydyau TUAarHOCTUKA MB B CBsI3M ¢ maTojioruein
OHII moryT 6bITH 00YCIIOBICHBI JTOKHOOTPHUIIATEIIHPHBIMU PE3YAbTATAMHI CKPUHUHTA UITU
€r0 HEBBIMOJHEHUEM IO TEM WJIM WHBIM TPHYMHAM, a TakKe TpH O0O0CIeTOBaAaHUHU
NAlMEHTOB M3 JPYrUX CTpaH (B YAaCTHOCTH, MOCTCOBETCKOIO MPOCTPAHCTBA), IJE
CKPUHUHT HOBOPOXICHHBIX Ha MB He mpoBonutcs. OcoOOEHHO 3TO KacaeTcs JETeH C
«MSTKUMU» MYTaIlUSIMU U OTHOCUTEJIBHO HETSKEJIBIM T€UeHHEM O0JIe3HH, KOTJa apyras
pecnuparopHasi U raCTPOIHTEPOJIOTHUECKAss CHMIITOMATHKA HE CTOJIb BBIPAYKEHA.

CornacHo Knmnanueckum pexoMmenaanusam «Krcto3uerit prudpo3 (MyKOBUCITHAI03)»
[2], mnpoBenenue kommbioTepHOM Tomorpadguu OHII (koHycHO-NydyeBas WU
MYyJIBTHCTIpANIbHAS) WJIM  MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) OHII
PEKOMEHAYETCSl IIPU MEPBUYHON OLEHKE MATOJIOTUYECKOIO ITPOLECCa B OKOJIOHOCOBBIX
na3yxax M IpU MOATOTOBKE K KaXKIOMY PUHOXUPYPTHUECKOMY BMeWIATeNbCTBY [2; 105;

106].
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BrlnonHeHHEe PEHTTEHOJIOTMYECKOTO HCCIEAOBAHUS C LENIbI0 JUHAMUYECKOTO
HAOJIIOJICHUS] CUUTAETCSI HEBEPHBIM B CBSI3U C HECKOJIbKMMU aCIEKTaAMHU.

Bo-nepBoix, no nanusiM John M. Carter ¢ coaBTOpamu, OTCYTCTBYET KOPPEISAIHS
onenkn KT mo cucreme Lund-Mackay c peanbHON, KIWHUYECKH OOOCHOBAHHOM,
HEOOXOMUMOCTBIO B TMEPBUYHBIX M PEBU3MOHHBIX XUPYPTUYECKUX BMEIIATEIHCTBAX Y
namuentos ¢ MB [105; 107].

Bo-BTophIX, Bcerga HEOOXOAUMO IMOMHUTH O JIy4€BOM HAarpys3ke, OCOOCHHO B
neTckoM Bo3pacte. CpenHsis KoMIbloTepHast ToMmorpadus yeperna ¢ 3hHEKTUBHOM 10301
2,3 M3B COOTBETCTBYET NPUMEPHO 35 PEHTIEHOBCKUM CHHMKaM dyeperna uiaud 115
PEHTI€HOBCKUM CHUMKaM TPYIHOH KJIETKH, W 3TO SKBUBAJIEHTHO €CTECTBEHHOMY
OOJy4eHUI0 TPOJOKUTEIBHOCThIO OKOJIO oxHoro roma [108]. Kpome Toro, mo
CPaBHEHMIO CO B3POCIBIMU, IETH UMEIOT 00JIe€ BBICOKYIO PaJu0uyBCTBUTEIHLHOCTD [ 109].
JlonrocpoyHoe 3MNHIEMHOJIOTHYECKOE HCCleoBaHue, MpoBeaeHHoe B 2012 rony,
yKa3bIBa€T HA MOBBIMICHHBIM PUCK PA3BUTHS paKa B TEUCHHE KU3HU y MalueHToB ¢ MB,
KOTOPbIM B JIETCTBE Oblla HEOAHOKpaTHO BhIMoigHeHa KT, B CBS3M ¢ HAKOMUTEIbHBIM
addexTom paguanmonnoro uznydenus [110]. Tem Oonee, pu onpeaeeHnr CyMMapHON
Jy4eBOM HArpy3kd HEOOXOAMMO YUUTHIBaTh MOTpPeOHOCTH B peryisipHbix KT opranos
IPYIHOM KJIETKM C 1EeJIbl0 JAUHAMUYECKOTO HaOIIOMEHUS COCTOSHUS JIETKHUX
(mporpeccupoBaHre OPOHXOIKTA30B, aTEIEKTA30B U TN).

B3pocisim KT OHII npoBoauTcs 1 pa3z B 1-2 roga wim yamie 1o nokazasusm [2].

K Breicoxocnermubuynabiv KT-puznakam XPC na done MB 00bIHO OTHOCST
CIeIyIONIME: JIEMUHEpaIu3alus W MeIualu3alus KPIOYKOBUAHOTO OTPOCTKA B
COYETAaHMU C 3aNOJHEHUEM BEpPXHEUETIOCTHOM Ma3yxXxu CyOCTparoM MSITKOTKaHHOM
IJIOTHOCTH; THIOIIa3us (BIUIOTh JO areHe3uu) JIOOHBIX M KIMHOBHJHBIX Ta3yX;
Meauanu3anus («MeauanbHoe BhIOyXaHuey) JIaTepaibHOW CTEHKH MOJIOCTH HOca; Oosee
OBICTPBIN POCT 3aJIHUX KJIETOK PELIETYaTOro jJaOWpHUHTA MO CPABHEHUIO C MEPEAHUMHU
[111; 112;113; 114].

B mnactosimiee Bpemsa cymiectByer Oosiee 90 wuccienoBaHUM, MOCBSIIEHHBIX

ocobennoctsiM KT-kaptunsl XPC Ha ¢one MB, kak y nereit, Tak u y B3pocibix [112].
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C uenpro Oosiee CUCTEMATHU3MPOBAHHOTO MX aHAJIM3a XapaKTepHbIE W3MEHEHUs OymyT
MIPEACTABIEHBI HUXKE B 3aBUCUMOCTH OT rpymnnsl OHII:

BepxHeuentocTHbIE MTa3yXu:

e PaccmarpuBaroTcs kak Hambosee «3auHTepecoBaHbie» nmpu MB ¢ uactortoi
nopaxenus ot 91,9 no 96% [64; 115].

e  OObeM BEpXHEUENIOCTHBIX MazyX npu MB 3HauuTEeNbHO MEHBIIE, YEM B IPYIIIE
KOHTpPOJIS (B TPYIILy KOHTPOJISL ObLITN BKIIIOYEHBI NanueHTsl kak ¢ XPC, Ho 6e3 MB, tak
u auna ¢ uataktaeiMu OHIT) [116].

e [unomiasuss BEpXHEUETIOCTHBIX MMa3yX SBIISIETCA XapaKTEPHBIM MPU3HAKOM U
HapacTaet ¢ Bo3pactom [117].

e Tomozurotsl no Bapuanty F508del 3naunTenbHO yalie UMEIOT HEAOPA3BUTHIC
BepxHeuentocTHbIe ma3yxu (70%) [92].

e KoOCTHBIH CKJIEpO3/HEOOCTEOTEHE3 CTEHOK BEPXHEUETIOCTHBIX Ma3yX HMeEET
Mecto y 81,1% nanuentoB ¢ MB [118].

e BriOyxanue narepaJbHOM CTEHKHM TOJOCTH HOCA, JIEMUHEpaIu3alus
KPIOYKOBUTHOTO OTPOCTKAa M 3aTE€MHEHHE «MaKCHJUIOATMOMIANbHONY» obmactu [115;
119].

e MeaunanbHoe BbIOyXaHHE JIaTepajbHOW CTEHKM IOJIOCTH HOCA 3HAUYUTEIBHO
qalie BCTPEYAETCs KAK Y ONEPUPOBAHHBIX, TAK U HEOIIEPUPOBAHHBIX MALIMEHTOB ¢ MB 1o
CPaBHEHMIO C IpyIIon KoHTposs [117].

e JlecTpykiusi MEIMAJIbHOW CTEHKHU MOJOCTH HOca [120].

e KieTku penieTyaroro JabMpUHTA:

e 3aTeHEHUE «IEPEIHEr0 CHHOHA3AJIBHOIO» KOMIUIEKCAa OBLIO MOCTOSHHBIM
npu3HakoM MB y nereit u B3pocnsix [121].

e BrIpakeHHOE 3aTeMHEHHE BCEro OCTHOMeaTallbHOro Komruiekca (59%) [93;
119].

e Kiuerku Haller (undpaopoburansueie kierku) u concha bullosa (Oymiesno
M3MEHEHHAas CpPe/IHsAsl HOCOBAasi paKOBHHA) HE OOHAPYKEHBI HU Yy OAHOTO U3 MALMEHTOB C

obenMu uaeHTUUIUPOBaHHBIMU MyTatusimMu (n=70) [117].
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e Haubonee wactas aHOManWs ApPXUTEKTOHWKH TIOJOCTH HOCA y TAIUEHTOB
¢ MB — mapanokcaibHbIi U3ru0 CpeTHEe HOCOBOM pakoBUHEI [116].

JIoOGHbIE Ma3yxu:

e V romosurot o F508del mocroBepHO 4Haimie mMeeT MECTO arurasus JIOOHBIX
nasyx (98%) [92].

e Amua3us M TUIoOIUIa3us JOOHBIX Ma3yX BCTPEUAETCS 3HAYUTENIBHO Yallle Mpu
MB 1o cpaBuenuto ¢ gonpmu 6e3 MB (ocobenno y romosurot o F508del) [117].

o JloOHbIe mazyxu oTcyTCTBYIOT Y 43-65,9% Gonpupix MB [117; 118].

o CxyIepoTHYECKHNE M3MEHEHUS KOCTHBIX CTEHOK JIOOHBIX Ta3yX OTMEYCHBI Y
35,9% nauuentoB ¢ MB [118].

e KunHOBUIHBIE TA3YyXU:

e [unomiasus KIMHOBUJIHBIX MMa3yX KpalHE pacHpoCTpaHEHa CPeay MalMeHTOB
c MB [93; 117; 119].

e [unomiasuss KIMHOBUIHBIX Ia3yX C OrPAHUYEHUEM MTHEBMATHU3ALUU
npecheHOoUIaIbHOrO NPOoCTpaHcTBa (T.H. «rpechenoun») [122].

e Jwumormasusg KIMHOBHUJHBIX TNa3yX pacleHeHa Kak eauHcTBeHHbin KT-
KPUTEPHIl C BBICOKOM MPOTHOCTHYECKON 3HAYMMOCTBIO B OTHOIIEHUHU Haimuuust MB [93].

e CKIIEpOTHUYECKHE U3MEHEHHS KOCTHBIX CTEHOK KJIIMHOBH/IHBIX ITa3yX OTMEYCHBI
y 73,3% nanuentoB ¢ MB [118].

o Jlna XPC na ¢pone MB xapakrepHbl MPU3HAKK BOCTATUTEIHHBIX H3MEHEHUN
(BocmanuTeNbHBIN ATTEPH) B CHEHOITMOUAATBHOM KapMmaHe [93].

e Jomosurorei mo F508del 3HaumTenpbHO walle HWMEIOT HEAOPa3BUTHIC
KIMHOBUHBIE ma3yxu (100%) [92].

Kak BHIZHO U3 NOPUBEIEHHOIO BBINIE CIHCKA, 1 nDauueHToB ¢ MB
BBICOKOCIICIIM(UYHBIM SIBJISICTCS a- UM TUNOTUIa3us (YMEHBILICHHE pa3Mepa) BCeX IPyII
OHII, 3a uckiiroueHueM KJIEeTOK pemeryaroro jadupunra. [Ipu sTom runorniasus JOOHBIX
masyx daimie OoTMedaercss y romo3uror mno wmyrammu F508del, B To Bpems kax
HEJOpa3BUTHE  KJIMHOBUJHOMW  Ma3yXu  paccMaTpuBaeTCs  KaKk  KpPUTEpHH,

npeackaspiBaromnii Hannuue MB B npuniune [12; 112]. Tak:ke BO3MOXKHA ¥ TUIIOTLIA3HUS
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BEPXHEUEIIOCTHBIX Ma3yX, TEM HE MEHee, B OTIMYME OT THUIOIUIa3uu JIOOHBIX U
KJIMHOBUHBIX Ta3yX, OHA HE SIBJIAETCS BhicOKocTenuduyHoit a1y MB [12].

Eme oaHolf xapakrtepHOil OCOOEHHOCTBIO cHHycuTa mnpu MB u ero
PEHTIeHOJIOTMYECKOM KapTUHBI SIBISIETCS MEPBUYHAS JIOKAJTU3ALMS COOTBETCTBYIOIINX
MaTOJIOTMYECKUX HM3MEHEHHII B BEPXHEUENIOCTHBIX Ma3yXaX, BCIEJICTBUE YEro 4acTo
MPOUCXOJIUT MEINATU3ALINS JIATePATIbHON CTEHKH MOJOCTU HOCA, AHAJIOTUYHO MYKOIIENe
(B oTMYMe OT MAalMEeHTOB C JIBYCTOPOHHUM NOJUINO3HBIM XPC, «3nuueHTpoM»
MATOJIOTUYECKUX M3MEHEHHUH y KOTOPBIX SIBIISTFOTCSI KJIIETKH PEIIeT4aToro Jjabupunra). Y
OOJBHBIX JIETCKOTO BO3pacTa MOMHMO MPOAYKTHUBHBIX BOCHAIUTENIbHBIX HW3MEHEHUUN
OHII B Buae moyiumo3a, 4acTo BBISABISIETCS T.H. «IICEBJOMYKOLIENIE» BEPXHEUEITFOCTHBIX
nazyx. Otot TepmuH Obul mpemioxeH A. Coste ¢ coaBT. B 1995 rogy umeHHO st
nanueHToB ¢ MB [40]. C Touku 3peHHs] MaTOreHe3a OTIUYUEM IICEBIOMYKOILIENIE» OT
MYKOIIEJIE SABJISIETCS COXPAaHEHUE aHATOMUYECKON MPOXOJUMOCTH €CTECTBEHHOTO COYCThS
BEPXHEUEIIOCTHON TMa3yXH, KOTOpPOE, OJHAKO, OKAa3bIBACTCS HEIOCTATOUYHBIM JIJIS
JIpeHUPOBaHUs KpaifHe ryctoro cekpera. «llceBmomykornieney pa3BuUBaeTCs BCIEICTBUE
OCTEUTa W Pa3pylICHUs JIaTepaJbHOM CTEHKU TMOJOCTH HOCa U3-3a JaBJCHUS,
OKa3bIBAEMOI'0 Ha MEIUAJbHYI0 CTEHKY Ma3yXWh CKOIUJICHUSIMU TYCTOW CIW3H W/WJIU
nonmunoB  [106]. «lIceBmomykolene» BCTpedaeTcsi TMOYTH HUCKIIOUYUTEIBHO B
BEPXHEUETIOCTHRIX Ta3yXax y JeTed MIIJIIEero BO3pacTa M MOXKET YyOeIWTEIbHO
CBUJIETENBCTBOBATh O Hamnunu MB. Y B3pocnon kareropuu nauueHToB ¢ MB kaprunHa
«TICEBOMYKOLIEIIE» 3aMENIAETCS BhIPA’KEHHBIM JIECTPYKTHUBHBIM MOJIUIIO30M.

Takke HECKOIbKO pabOT OMHUCHIBAIOT OoJsiee yacTtoe Hanmuuue kieTok Onodi y
nanueHToB ¢ MB, yem y nun 6e3 MB, B To BpeMs Kak ApyrHe MHUKPOAHOMAIUH
apxuTekToHuKH mojocT Hoca W OHII, Takme kak Oy/II€3HO HM3MEHEHHAs CPEIHSIS
HOcoBas pakoBuHa (concha bullosa) u nndpaopouTansusie kierku Haller BbIsBIsIIHCEH
pexe y mnanueHtoB ¢ MB. AHanu3 Haluyus BBIIMICYNOMSHYTBIX aHATOMUYECKUX
BapUAHTOB BaYKEH MPU TUIAHUPOBAHUH U MPOBEACHUH SHIOHA3ATBHBIX 3H]10 CKOITUYECKUX
XUpyprudeckux BMmemarenscts Ha OHIT [117].

Hecmorpst Ha orcyrcrBue cBsi3u  Mexay TskecTblo KT-u3Menenuii u

Cy6’b€KTI/IBHI>IMI/I CHUMIITOMaMH, a TaKXKE€ CTCIICHBIO CHMIKCHHA KauCCTBa KH3HH,
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Opa3WIbCKUE yUEHbIE BBISIBUIIM KOPPEJSIIIUIO MEXKIY OOJIBIIMMHU (XyAUIMMHU) OLIEHKaMU
no Lund-Mackay u undunupoBanueM Pseudomonas aeruginosa, OUEHKOW TSKECTH
oone3nn mo mkaie Shwachman-Kulczycki u pentrenonornueckoit (KT) xaprunoii
nerkux [123].

Henpocroii 3anaueid sBusiercs u uHtepnperanuss KT OHII y onepupoBaHHBIX
nanueHToB. [Ipy 3ToM AaHHBIA METOJ HE CIIEAYET CUATATh ONITUMAJIbHBIM HHCTPYMEHTOM
OLICHKH 3(P(PEKTUBHOCTU JIEYEHUS M MPOTHOZUPOBAHUS HMCXOJOB PUHOXUPYPIHH Yy
601pHBIX ¢ MB (B oTiiuune ot o61i1eit koroptsl nanueHToB ¢ XPC), Tak kak cymma 6ajuioB
no mkane Lund-Mackay no0 u mocine XHpyprudyeckoro JICUEHHs] CYIIECTBEHHO HeE
OTJIMYAETCSI, HECMOTPS HA PETPECCUI0 KIIMHUYECKUX CUMIITOMOB U yITy4YlIEHUE KaueCTBa
JKA3HU JAaHHbIX mnanueHToB. [lostomy KT-MoHuTOpMHT penmauBupoBanus MB-
accouunpoBanHoro XPC, He pekoMeHyeTcs, TaK Kak MOJTy4YeHHbIE JaHHbIE HE OyayT
COOTBETCTBOBaTh CYOBEKTUBHBIM CUMIITOMaM U KIMHUYecKoi KapTuHe [105]. YuuTsiBas
BO MHOroM yHukaiabHyto KT-kapruny nopaxenuss OHII nmpu MB, no MHeHUIO psia
aBTOPOB, HauOoJIee pacpoCTpaHEHHAasl cUcTeMa OleHKH n300pakenuii mo Lund-Mackay
score (LMS) He MOXeT OTpa3uTh CTEIEHb BBIPAXXEHHOCTH crnenuuuabx 111 MB
m3meHennii. B 2016 rony rpynna Bpaueit u3 CILA npennoxkniia u BaAIMAUPOBAJIA CBOIO
IIKaJTy, yYUTHIBAIOILYIO HATMYME TAKUX MPU3HAKOB, KaK BbIOyXaHHE JaTepabHON CTEHKU
IIOJIOCTU HOCA, JAEMUHEPAIN3ALUI0 KPIOYKOBUIHOTO OTPOCTKA M HAJIWYUE MYKOLEJE
[124].

Aanaes C COaBT. MCIOJIb30BaJIN OAHO(DOTOHHYIO SMUCCHOHHYIO KOMITBIOTEPHYIO
TOMOTpagui0 € UEIbI0 OUEHKH 3(PPEKTUBHOCTH MNPOHUKHOBEHUS H30TOHUYECKOTO
COJIEBOTO PACTBOpa B MAa3yXH, BBOJUMOIO B MOCJIEONEPAMOHHOM IEPUOJE BO BpEMs
IpoLEAypbl MPOMBIBAaHUS METOAOM IepemelleHus >kuakoctu mno Arthur Proetz y
nanureHToB ¢ MB. Uccnenosarenu mokasainy, 4To pacTBOp HE MPOHUKAT B JOOHYIO U
KIMHOBUJHYIO Ta3yxu, B TO BpeMms kak B 50% cmydaeB Obu1 OOHapyxeH B
BEPXHEUENIOCTHBIX [ 125].

KT ucnonb3yercsi Takke AJis1 OLIEHKH KOCTHBIX TMIEPIUIACTUYECKHUX MPOLECCOB

(HEeoocTeoreHes3a) IMocie paguKadbHbIX XUPYPrUYECKUX BMEIIaTensCcTB (Oymer Ooree
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NnoJIpOOHO PacCMOTPEHO B pazfiene, MOCBSIIEHHOM Xupyprudeckomy JyiedeHuto XPC Ha
dbone MB) [126].

MarautHo-pe3oHaHCHasi ToMorpadus OKOJIOHOCOBBIX IMa3yX TPaJWLMOHHO He
MOXET paccMmarpuBarhbCsl Kak anprepHatuBa KT, T.K. HE MO3BOISET OUEHUTH COCTOSHHE
KOCTHBIX CTPYKTYD [2], XO0Tsl equHIYHbIE pa0oThl, n3yyatouue nHpopmaruBHOCcTh MPT
OHII npu MB, cymecTBy1OT.

Thekla von Kalle u Assen Koitschev u3 ['epmanuu, paccmarpuBas BO3MOXKHbBIC
aJbTEPHATUBBI BU3YyAIM3aLUU TIOPAKEHHSI BEPXHUX JIbIXaTEIbHBIX MTyTEH y TAUEHTOB C
MB, BeigBuraror MPT kak niepBoodepeaHblid METO BBUAY HAJIUUUS PAIA IPEUMYIIECTB.
Bo-niepBbIX, mnpu BHYTPUBEHHOM KOHTpactupoBanuu MPT mno3somsier xopoiio
mudepeHIMPOBaTh 3aJEPKKY CEKPEIMH U OTeK CIM3HCTON 000J704YKku. Bo-BTOpHIX,
[JIABHOE MPEUMYIIIECTBO METOJAa — OTCYTCTBUE JIy4eBOU HArpy3ku. B-tpetenx, MPT, He
SBJISIICH METOAIOM BBIOOpa BHU3yajM3alldd KOCTHBIX CTPYKTYp, ITO3BOJIIET JaTh
KOCBEHHYIO OLICHKY UX COCTOSIHMS IO XapaKTePy «KOCTHOW TeHW». B HacTosiiee BpeMs
XUPYpPry He MPUBBIKIU K 3TOMY TUITY U300paKeHUN U MPEANIOYUTAIOT UcToyb3oBarh KT
Ju1st 0oJiee YeTKOW BH3yaJM3allMK, OTHAKO JIJIi CHUKCHHS JIyYeBOM HArpy3KH Ha JIETEH,
9Ta IPYyIa YYECHBIX HACTOATEIBHO PEKOMEHAYET BolnoiHeHHEe MPT B kauecTBe nepBou
JMHUM, TaK KaK OHA MOAXOIUT W JUIs TJIAHUPOBAHUSI XUPYPrUUECKOTO BMEIIATENIbCTBA
[127].

Kpome toro, MPT moxer Oe30macHO MCHONB30BaThCad y OONbHBIX ¢ MB mis
JUHAMHYECKOTO HAOMIONEHUS C IIeJbI0 OIEeHKH S()PEKTHBHOCTH KOHCEPBATHBHOTO
JICYEHHUS B paMKax KJIMHUYECKUX UccaenoBanuii [128].

Takum oOpa3zoMm, € Yy4eTOM MPOAHAIU3UPOBAHHBIX JAHHBIX JHUTEPATYpHI,
nopaxxenne OHII na ¢pone MB xapakrepusyercsi noBosbHO matrorHoMoHuW4HOUM KT-
KapTUHOM, 3HaHHE KOTOPON OTOPUHOJAPUHIOIOTaMU U PEHTIEHOJIIOTaMU TO3BOJIUIO Obl
n30eXarh JAMAarHOCTMYECKUX OIIMOOK U aJeKBAaTHO IUIAHWPOBAaTh KOHCEPBATUBHOE U
xupypruyeckoe jgeuenue. Jlyuesas nuarnoctuka (KT, pesxxe MPT) XPC y 6onpHbix MB
Ha COBPEMEHHOM JTal€ pacCMaTpUBAaETCAd KaK  ONTUMAJIbHBIA  MHCTPYMEHT
oowexTuBm3aiuu coctosauss OHII, T.k. sHIOCKonMUeckoe obciieoBanne (0COOCHHO Y

HEONEPUPOBAHHBIX MAlMEHTOB) OTPAaHUYEHO BHU3YyaJW3allMEed JIMIIb MOJOCTH HOCA U
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BHYTPHUHOCOBBIX CTPYKTYP. B 9py HOABJICHHA HOBLIX, «PCBOJIOIHWOHHBIX» IMOAXOJ0B K
TCpaIlnun MB JIYYCBBIC MCTOAbI HCCJIICAOBAHUSA CTaAJIA 00s13aTeILHOMN COCT&BJ'IHIOHIGI\/JI

UCCIIEZIOBATENBCKOM pabOTHI MO OLEHKE X IPPEKTUBHOCTH.

1.2.5. Muxkpoouosornieckuii mpouiib MoJOCTH HOCA U OKOJOHOCOBBIX Ma3yXx
y NAIHEHTOB ¢ MYKOBHUCIIH/I030M

Tsoxenas 6akTepuanibHast UHPEKUUS SBISETCS ITIaBHBIM (PaKTOPOM, MPUBOASIIIAM
K MPOrPECCHHM MaTOJIOTMYECKOrO IMpOIEccCa B PECHUPATOPHOM TPAKTE, CTAHOBSICH
OCHOBHOM NPUYMHOM CMEPTHU maureHToB ¢ MB. ['yCTOM CEeKpeT U MOJaBICHUE MHOTUX
MEXaHU3MOB MMMYHHOM 3alllMThI CO3/1AI0T OJaronpusiTHbIC YCIOBHS AJIS KOJOHU3AIUU
MaTOT€HHBIMU MUKpOOpraHu3MamMu. Kak n3BeCcTHO, HOBOPOXKICHHBIN PEOCHOK B MIEPBHIE
JTHU SKU3HU KOJIOHU3UpYyeTcs MUKpoduiopoil marepu (B 3aBUCUMOCTH OT crocoOa
ponopaspemienus), B T.4. Staphylococcus aureus, OTHAKO B TeUeHHWE 6 MECSIIEB
OTMEUYAETCs €ro PeayKIHUs C 3aMEIICeHUEeM ApyruMu Oaktepusmu — Streptococcus spp.,
Corynebacterium spp., Moraxella spp., H.influenzae, Dolosigranulum pigrum. Y nereu
¢ MB He mpouCcXOAUT ONMMCAHHOMN BHITIE PEAYKITUH, B CBSA3H C 4eM (POPMUPYETCS MTEPBOE
XxpoHuueckoe uHpuiuuponBanue. [1; 129]. B nanbHeimem, 6e3 jeueHUs, MPOUCXOAUT
HEYKJIOHHOE HapacTaHHE KaK CTEIEHHU KOJOHM3aLMHU, TAK U BHJIOBOTO Pa3HOOOpa3us co
CMEHOW TMaTOTeHOB B CTOPOHY 00Jie€ «arpecCHBHBIX», a TaKXe CEeNeKIIUs
aHTUOMOTUKOPE3UCTEHTHBIX  IITaMMOB. [IpeacTaBieHue o  BHUIOBOM  COCTaBe
MUKPO(DIOPHI U CBOMCTBE OAKTEPHl HEMPEPHIBHO PACIIUPSETCS B CBSI3H C YCIIEXaMU
pPa3BUTUS METOJIMK WACHTHU(PUKAUUA — BPEMANPOJIETHON MacC-CIEKTPOMETPUU C
MaTpUYHO-aKTUBUPOBAHHOM  J1azepHOil  jaecopOumeit/monuzanuenn  (MALDI-ToF),
MOJIEKYJSIPHO-TEHETUYECKOTO  (CekBeHUpoBaHUs HOBoro mnokoneHuss (NGS)) wu
MpOTEOMHBIX uccienoanuu [130; 131].

Kononmzamuss OHII mnatoreHHbIME  OakTepHUsIMH  SIBIISIETCS  HEOTHEMIIEMOM
XapaKTEPUCTUKON pecTpaTopHOTro MHGEKIIMOHHOTO Tipotiecca mpu MB [132].

Tem He MeHee, ToAaBIIAoIIee OOJIBIIMHCTBO UCCIIEIOBAHUH MOCBSIIEHO U3YYEHUIO
MUKPOMIOPHI HUKHUX IBIXaTEIbHBIX ITyTEH, 0CTaBIIsA 0€3 JOIKHOTO BHUMAHUSI TIOJIOCTh

Hoca u OHII. 3naunmocTs ke nnpexkunonHoro npouecca B OHII npu MB HeBO3MOXKHO
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MIEPEOLEHNUTD, T.K. UMEHHO BEPXHHE JbIXaTEJbHbIC MYTH PACCMATPUBAIOTCSA KaK MECTO
NEPBUYHOM KOJIOHM3ALlMU W OCHOBHOW MCTOYHUK HWH(DHUIIMPOBAHUS HUKHUX OTAEIOB
pecnupaTopHOro TpakTa. B MOCTymHOUM nuTeparype MpenCTaBICHO OOJbIIOE YHCIIO
paboT, IEMOHCTPUPYIOIIUX BBICOKYIO CTEIEHb KOPPEJSIIIUU MUKPO(IIOPHI, BbIICICHHON
u3 OHII u 6ponxos/nerkux [133], oqHako CyIIECTBYIOT U OCHIAPUBAIOIINE JAHHBIN (aKT
UCCJIEI0BAHUS.

B paszsepnytoit popmynupoBke nuarnosa npu MB, nomumo gopmel 3a00seBaHus
U TeHETHUYECKOM XapaKTEepUCTUKU, TPeOyeTCsl yKa3aHue MUKPOOHOIOTHYECKOTo cTaryca
(«MHUKPOOMOIOTUYECKOTO JUArHO3a»), T.K. UMEHHO OH BO MHOTOM OIPEIEIISIET TSHKECTh,
OpOrHO3 M HampapieHus Tepanuu. OH Oa3upyeTcss Ha pe3yjbTarax JUHAMHYECKOMN
OLICHKH OaKTE€PHOJIOTMYECKHX MCCIIEAOBAHUN MOKPOTHI H/HIIM Ma3KOB C 3aJHEH CTEHKH
IOTKH (T.H. «IyOOKWil opodapuHreanbHbId Ma30K») M JIOJDKEH COCTOSTh KakK W3
BU/Ia/BUJIOB BBIJCISIEMBIX MHUKPOOPTAaHU3MOB, TaK W JUIATEILHOCTH WHQMHUIIMPOBAHUS
(BnepBbI€ BBISIBICHHAS] MHGEKIMS, THTEPMUTTUPYIOIIAs WM XpoHuuyeckas) [2]. OnsaTe
xe, oOpamjaeT Ha ceOs BHUMaHUE (OKYC MCKIIOYMTENIbHO Ha HWKHHE OTIENbl
pECIUPATOPHOIO TPAKTA.

Jl1s1 BuioBoro cocrana (hIopbl BEpXHUX U HUKHUX JIbIXaTeNbHBIX MyTed npu MB
XapakTepHbl MHOTooOpa3ue M, B OTHOLIEHUH psja OakTepHaNbHBIX MATOr€HOB,
YHUKaTbHOCTh. OCHOBHBIMH BO3OYIUTEIISIMU XPOHUUECKON MH(EKITUH JIETKUX SIBIISTIOTCS
Pseudomonas  aeruginosa, Staphylococcus aureus wn Hemophilus influenzae.
[IponeMoHCTpUpPOBAHO, YTO B MEPBbIE TOABI KU3HM y OonbHbIX MB momunupyer
30JI0TUCTHIN CTa(PUIIOKOKK, 3aT€EM OCHOBHBIM BO30YAUTENIEM CTAHOBUTCS CHHETHONHAas
najouka [134; 135; 136]. [lo mepe pocra pebeHKa, YBEIMYMBAECTCS POJIb JIPYro
rpaMmoTpuuarensioit ¢iopsl. Hapsiny ¢ P.aeruginosa npuoOpeTaioT 3HaYEHHE APYTUE
HeEepMEHTUPYIOIIIE TpaMoTpullaTesibHble  Oaktepun —  B.cepacia complex,
S.maltophilia, A.xylosoxidans, HTMb u muorue npyrue [134; 137; 138; 139]. Ilo
JTaHHBIM Permcrpa manueHToB ¢ MyKoBUCIUA030M B Poccuiickoii @enepanun 3a 2020
rojl, 4acToTa UH(PUIIUPOBAHUS 30JI0TUCTHIM CTaQUIOKOKKOM (MSSA) cumxkaercs ¢ 65,2%
y nereit 1o 53% y B3pocnwix, Haemophilus influenzae ¢ 4,5% no 0,5%, Escherichia coli

c 4,9% no 2,3%; HanpoTUB, Y B3pOCJBIX Yallle BhIJCIAIOTCS Pseudomonas aeruginosa
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(46,7% y nereit u 70,9% y B3pocCHbIX (MHTEPMHUTTHUPYIOUIUN BBICEB U XPOHUYECKOE
HHpUIMpOBaHKE)), METULIWUINH-PE3UCTEHTHBIA 30J0TUCTBIM CcTahuIOKOKK (MRSA)
(2,8% u 4,6% cooTBeTCTBEHHO), Burkholderia cepacia complex (3,8% u 11,2%
COOTBETCTBEHHO), Achromobacter spp. (6,1% u 14,6% coorBerctBenHo), HTMb (1,4% u
3% cOOTBETCTBEHHO) [24].

Oco0ast ponb OTBOAMTCS cHOCOOHOCTU Oaktepuil (Hampumep, P aeruginosa u
B.cepacia complex) dbopmupoBarh OuormieHKH. VMEHHO 3TOT (hakTop TPUBOAUT K
XPOHUYECKOMY  HMHQPUIMPOBAHUIO  PECIHUPATOPHOTO  TpakTa,  OOyCIaBIUBaET
YCTOMYMBOCTh K JpaJuKalMy  QaroquraMd MW  DJJUMUHAIMM B pe3yibrare
anTuOakTepuanbHoi Tepanuu [1; 106; 140]. BzaumHoe ycuiienrne BUPYJICHTHOCTH in Vivo
Oaxrepuii BunoB Paeruginosa, S.maltophilia v B.cepacia complex CBUIETEIHCTBYET O
BO3MOXKHOCTH B3aUMHOTO HCIIOJIb30BAaHUS KOMITOHEHTOB PETYISITOPHOM CHCTEMBI
“quorum sensing” OIU3KOPOJICTBEHHBIMU OAaKTEpUSIMH U MMEET BaXKHOE KIMHUYECKOE
3HAYEHUE.

B pamkax KOHIENIMM O EIUHCTBE PECHUPATOPHOTO TPaKTa JIOTUYHBIM
npencrasisercs, uro ciausuctas obonouka OHII cy>xut nepBUYHBIM pe3epByapoM st
KOJIOHM3allud  MaTOreHHOM  MHUKpPOQIJIOPOM  HMXKHMX  JIbIXaTelIbHBIX  ITyTEH.
Heonno3naunbiM  ocTaeTcs  mpeoOnafaronuii  MeXaHu3M  MHQUIUPOBAHUS:
MOCTHA3AJIbHBIN  3aTe€K, IJIOTaHWe, MHKPOACTIHpalus, a TakKe OTHOCUTEIbHAs
HEMPEPHIBHOCTH WU JUCKPETHOCTh JAHHBIX sABieHui [141; 142].

B cucremarnyeckom 0030pe JaTCKUX aBTOPOB MO/ pykoBozcTBOM Maria E. Moller
Ha OCHOBaHWU aHanmu3a 46 uccinegoBaHuid u3 16 crtpan (1yOuHa mTomcka 57 JeT)
pacmpenenieHrue MaTOreHOB, BBIJICJICHHBIX U3 BEPXHUX JIBIXaTEIbHBIX MTyTSH MAI[IEHTOB C
MB, npeacrasieHo caemyromum oopazom: Staphylococcus aureus — 30%, Pseudomonas
aeruginosa — 25%, koaryia3zoHeraruBHble cTadpuI0KOKKY — 5%, Haemophilus influenza —
4%, Streptococcus pneumoniae — 2% wu no 1% Corynebacteria spp., Burkholderia
cepacia complex, Stenotrophomonas maltophilia, Moraxella catarrhalis, Escherichia
coli u Achromobacter xylosoxidans [142]. O4eBUIHBIM HEIOCTATKOM 3TOro 0030pa
SIBIISICTCSI BKJIIOUEHHE OOJIBITIOTO YKCJIa MCCIIEIOBAHUHM, BHITTIOJTHEHHBIX HAa Pa3HBIX dTarmax

BHCAPCHUA MCTOJUK I/II[eHTI/I(l)I/IKaI_II/II/I MHUKPOOPTaHU3MOB, a TaKiKXC HCII0JIL30BAHUC
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pa3Hoo00pa3HbIX MeToJ0B 3abopa marepuana (uHTpaomnepanuoHHo u3z OHII (xak npu
«OTKPBITBIX», TAK U MPU DHIOCKONUYECKUX OMNEpaIUsaX), Ma3KH U CMBIBBI U3 MOJOCTU
HOCa M CPEIHEr0 HOCOBOTO X0Ja, cOOp OTAENSIeMOro ImpHU OTCMAPKUBAHUHU, MYHKIMH
BEPXHEUETIOCTHON ma3yxu). M3BecTHO, 4YTO Koppemsuus OakTepualbHON (IIOpHI,
BbIJIeTIeHHON u3 monoctu Hoca u OHIL, cocraBmsier 45%, a 3a0op Marepuana mon
KOHTPOJIEM 3HAO0CKOMA U3 CPEAHETO HOCOBOTO X0/1a MOBKIIAET ee 10 88,3-939% [143; 144;
145]. Tem ne menee, Franche c¢ coaBr. momyumna 73,9% (17 u3 23) HeraruBHBIX
pe3ynbTaToB (OTCYTCTBHE pOCTa MPH KyJAbTYpalbHOM HCCIIEAOBaHUHU) MpH 3a0ope
MaTepuaja U3 CpeaHero HocoBOro xoia y nereit ¢ MB [146]. MukpoOHBII «Iei3ax»
MOJIOCTH HOCAa KapAuWHAIbHO OTiaudaercs oT MukpoOuoma OHII: momocth HOca
paccMmarpHuBaeTcsl Kak TpaH3UTOpHasi 00JacTh, OMOIIEHO3 KOTOPOM 3aBUCHUT OT COCTaBa
BIbIXaeMOM (hIOphl M 3aHOCUMOM NpH BbIIOXE M Kaiwie u3 Jerkux [147]. B xadecTBe
METOAMKH, TIOBBIAKONIEH JIOCTOBEPHOCTh MHUKPOOHOIOTHUECKOTO HCCIEI0BaHUS
MaTepuasia U3 cuHoHa3ainpHON oOmactu O.B. KoHapareHko ¢ coaBT. mpeasiaraercs
Ha3aJbHBIM JIaBAXK C MOMOIIBIO cTepuiibHOro 1,5-2% pacTBopa xjopuma HaTpus C
MOCJIEIYIONUM COOpOM CBOOOIHO BBITEKAIOIICH JIABAXKHOW KUIAKOCTH B CTEPHJIbHBIN
oJHOpa30BbIN KoHTeHHep [148]. Jlpyrue aBTOphl B KauecTBe HaubOojee JTOCTOBEPHOIO
MeToa cOopa MaTepuaia UCIONb3YIOT MyHKIMIO BEPXHEUENIOCTHOM na3yxu [6], ogHako
B [IEIMATPUYECKOM TPAKTUKE C JUATHOCTHUYECKOH LIEJIbIO OHA HE IIPEICTABIISETCS BEICOKO
BOCIPOM3BOIUMOM, B T.4. C TICUXOJOTUUYECKOW TOYKH 3peHHs. Takum o0Opa3om, BOMPOC
MOKMCKa ONTUMAaIbHOTO MeToaa 3abopa marepuana w3 OHII nns MukpoOuomornueckoin
JUArHOCTHKH, a 3HAYUT M JIOCTOBEPHOCTH TE€X WM HMHBIX HMCCIEOBAaHUM, OCTAETCs
OTKPBITHIM.

Kak ObutO OTMEYEHO BHINIE, BO MHOTHX MMyOJIMKAlUAX MPOJAEMOHCTPHUPOBAHA
BBICOKAsl CTENEHb Mapayljien3Ma MUKPOOHOIOTHYECKOTO CTAaTyca BEPXHUX M HMXKHHUX
neixatenbHbIX myTed. Tak, B 10-netHem Habmopennn David Holzmann c xomteramu
Oblma  BbIsIBIeHa  jgoctoBepHas  (p<0,0001) koppensiuus  ¢aoper  OHII  u
OpOHX0AJIbBEOJIIPHOTO JiaBaxka Oosiee, yeM Ha 1000 ipoO ot 37 nanmentoB ¢ MB. B atom

K€ WCCIICIOBAHUU TAaKXE JIOCTOBEPHO OBLIO MPOJEMOHCTPUPOBAHO YMEHBIIICHUE
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KOJIOHM3allUd TAaTOTeHHON (opoil OpOHXHAIBHOIO JepeBa IOCJEe CaHUPYIOIIUX
SHJIOHA3AJIBHBIX XUPYPTUYECKUX BMEIATeIbCTB [ 13].

Bo MHOXeCTBe APYyruX HCCIEIOBAHUM MOTYYEHBI MOJOKUTEIbHBIE KOPPESHU
IpU CPAaBHEHUU MHUKPO(MIOPHl >KUIKOCTH Ha3aJlbHOIO JlaBaka W MOKPOTBI C HX
UIeHTUYHOCTHIO 110 90,6% [149; 150].

Bonbmoe uncno pabor mnpomemonctpupoBaio, yto OHII konoHusupyroorces
3HAYUTENBHO PaHbLIE, YeM HUKHUE JbIXaTeNbHbIE ITyTH, @ MUKPOOPTaHU3MbI CITOCOOHBI
aIaTUPOBATHCS B HUX, TPUOOPETasi MEXaHU3MbI aHTUOMOTUKOPE3UCTEHTHOCTH, U TTOCTIE
ATOTO MUTPUPOBATH JUCTAJIbHEE, KOJIOHU3UPYS MEJIKHEe OpOHXM U alibBeosibl [151; 152].
H3BecTHO, uTO y Aeteit ¢ MB ¢ oTpunarenbHbIM pe3ynbTaToM O0aKTepHOIOTrHYECKOTO
uccienoBanus Ha P.aeruginosa w3 HIDKHMX JIBIXaTeIbHBIX MyTE€H M OIXHOBPEMEHHBIM
MOJIOKUTENLHBIM PE3yJIbTaTOM M3 BEPXHHUX OTIEJIOB PECIUPATOPHOro Tpakra (B T.4.
CPEIHETO HOCOBOTO XOZa) B TEUEHUE 3 MECSLEB aHaIW3 HAa 3TOT MHUKPOOPraHW3M H3
MOKPOTBI CTAHOBHUTCS MOJOKUTENbHBIM. OO 3TOM CBUIETENBCTBYET U CPEIHHUM BO3pPACT
MIEPBUYHOIO BbIICJICHUS CMHETHOWHOW manouku u3 OHII u merkux — 9,8 u 11,9 ner
cooTtBeTcTBeHHO (p<0,005) [153].

[IpoTHUBOIONOXHOE MHEHHE 3aKJIIOYAETCS B HEKOTOPOM Mepe H30JMPOBAHHOCTH
OHII kak OuoTOMa OT HIKHHMX OT/AEJIOB PECIUPATOPHOTO TPaKTa, OCOOCHHO B Ciy4ae
OOCTPYKIIMM  €CTECTBEHHBIX COYCTHH TOJNWMAMH Wi Tpu  (HOPMHPOBAHUU
MICEBIOMYKOLIETIE.

OpnnuM u3 BBIBOJOB auccepranmonHoro uccienoanus [JI. [Ilymkosoii (2020 r.)
CTajo pazinyue MUKpoOHOTO nei3axka MokpoTel 1 OHII y B3pocasix ¢ MB no cocraBy
B 46,4% 1 110 4yBCTBUTENBHOCTH K aHTHOMOTHKAM B 100% ciyuaes. [Ipu 3TOM BbIcOKas
4acTOTa COBMAJieHUS (IIOPHl B YKA3aHHBIX JIOKYyCaX HMMeENIa MECTO TpPH BbIICICHUU
Paeruginosa w B.cepacia complex, npu Tom uto S.aureus (MSSA wu MRSA),
Achromobacter spp., Stenotrophomonas maltophilia B OOJBIIMHCTBE CIy4acB
WHJEHTU(PUIIUPOBAIIMCH JIUIIb B OJJHOM U3 OT/IEJIOB JIbIXaTeJIbHBIX MyTeH [6].

YuuTeiBasg JaHHBIE O MEPBOOUEPETHON KOJOHU3AIMU BEPXHUX JbIXaTEIbHBIX
MyTeH C MOCIEAYIONIMM HUCXOAAIUM HHPUIIMPOBAHUEM OpPOHXOJIETOYHOM CHUCTEMBI,

pe3yapTaTbl MHUKPOOMOJIOTMYECKOrO HccieqoBaHusl marepuaia u3 Hoca/OHII moryr
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UCIIOJIb30BAThCS € MPOTHOCTUYECKOM 11eJbl0 U OBbITh OCHOBOM NPOPUIAKTUKUA U
MIPEBEHTUBHOTO JICUCHHSI.

Crnenyet ormetuth, uTo OHII Mo HEKOTOPBIM MapaMeTpaM MPENCTABISIOT 0oJiee
«BBITOJHBIN» AJI TEPCUCTEHIIMU MUKPOOPTaHU3MOB OUOTOII, YEM JIETKHE. DTO CBA3aHO C
HECKOJIbKUMHU (pakTopamu, peann3yeMbIMUd Ha MpUMepe Haubosee pacnpoCTPaHEHHOTO
IPOrHOCTUYECKA HEONAarompusSTHOIO MHUKPOOPraHW3Ma — CHHETHOMHOW MajovKy.
N3BecTHO, uTO npoTeassl P.aeruginosa (ICEBIOIU3HH U 3J1acTa3a) CIIOCOOHBI pa3pyllaTh
IpOBOCHAIUTEIbHBIE IUTOKUHBI, B yacTHOCTU IL-1P, IL-6, uatepdepon-y, XeMOKHUHBI
(CXCL-5, RANTES/CCLS), npoTHUBOMHUKpPOOHBIC NENTHIbI, YTrHETaThb AaKTUBHOCTH
AJTBBEOJIAPHBIX MaKpo(haroB, MOABIISAS OKACIUTEIHHBIA B3PHIB U BHIPAOOTKY (DaKTOPOB
KOMIUIEMEHTA, BBI3BIBATH Jerpafanuio OenkoB cypdakranta SP-A u SP-D, uto Takke
IPUBOJUT K YCTOMUUBOCTH P.aeruginosa K paroiuTosy U MOBBIIIAET KU3HECTOCOOHOCTh
Oaxtepwii [154]. Onnako umenno B OHII, B oTinune oT OMOTUICHOK B JIETOYHOW TKaHH,
KJIETOYHAsi MH(PUIBTPALUs BOKPYT KOJIOHUN MYKOMIHON (POpMbI CHHETHOMHOW MalOUuKH
NPEACTABIEHA JIMIIb EAWHUYHBIMU JielikouuTamMu. I[IpogeMoHcTpupoBaHO, 4YTO Yy
MalUEHTOB C HHTEPMUTTUPYIOIIUM BbLICIICHHEM P.aeruginosa n3 BEpXHUX AbIXaTEIbHBIX
IyTEH HE YBEJIMYMBAECTCS YPOBEHb AHTUCHUHETHOWHBIX aHTUTEN. B cBsI3u ¢ 3TUM
KOJIOHM3alK Ma3yX pacCMaTPUBAETCA KaK UMMYHOJIOTHYECKH «Momdamas» [155].

Cnenyer OTMETHUTH, YTO y ManMeHTOB ¢ MB ¢ Ha3albHBIM IOJIMIIO30M Yallle
BBIJICJISIETCS] CUHETHOMHAs Tajiouka, yeM y namueHToB ¢ XPC 6e3 HIT [156].

Oco0oe BHUMaHUE YIEISETCS] MOHUTOPHUHTY (HIOpHl CHMHOHA3aJIbHOU 00nacTu y
nmanuMeHToB ¢ MB, mepeHecmimx TpaHCIUIAHTAUMIO JIETKUX. EIe Ha 3ape JIErO4HOu
TpaHcIulaHTaiuu npu MB crano nonsitHo, yto uMmenHo d¢uopa OHII «3acenser»
TpPaHCIUIAHTAT, TPUBOAS K €r0 TUCHYHKIIMH B CBSI3U C OOTUTEPUPYIOIIHM OPOHXHUOITUTOM.
Ha rpynne u3 11 nanuenToB, noaseprmmxcs B nepuoa ¢ 1988 nmo 1994 rr. ayctoponHen
TpaHCIUIAHTAIIUU JIETKWUX, Y4YeHble U3 [aHHOBepa OOHApPYKWJIM, YTO JIETKHE, HE
KOJIOHU3UpOBaHHbIE Paeruginosa, TpPaHCIUIAHTUPOBAaHHbIE NamueHTamMm ¢ MB,
UHPUIUPOBATUCH, KJIOHAMH CUHETHOWHOW Majlo4YKv, WJICHTHUYHBIMH 110 TEHOTHUITY

n30JsiTaM M3 HUX JOKCINIAHTHUPOBAHHBIX JICTKHX. Torna OBLIO BBIJ/IBUHYTO JIMIIb
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MPENINONIOKEHHE O TOM, YTO ayTOMH(PUIIMPOBAHKE POU30LUIO0 U3 BEPXHUX JIbIXATEIbHBIX
nyteit (OHIT unu tpaxen) [157].

B nocnenyromem Ciofu ¢ coaBT. CpaBHUIIM TEHETUYECKYIO OTHOPOJAHOCTH KOJIOHHI
CUHETHOMHON maiouku HenocpeAacTBeHHO B OHII m B TpaHCIUIAaHTUPOBAaHHBIX,
M3HAYaJIbHO HEKOHTAMUHHMPOBAHHBIX, JIETKMX MNanueHToB ¢ MB. CxomHblii reHOTHUIT
OakTepuii B MaTepualie U3 BEPXHEUCTIOCTHBIX Ma3yX U JETKUX MOATBEPIUI HUCXOIAIIEE
uHuimporanue [139]. IlomoOGHoe ayTouHUIMpPOBaHKWE aAJJIOTPAHCIUIAHTaTa C
uneHTuukanue cxoqubix mrammoB B OHII u nerkux ObII0 OTMEUEHO yxe depe3 4
HEZIEJIU MOCJIEe TPAHCIUIAHTAIIMK Y OJJTHOTO MalkeHTa, oncanHoro Mainz. Bo BTopom ke
ero HaONIONEHUM HHTEHCHBHOE WHTAILMOHHOE JICUEHHUE TOOPAMULIMHOM CJIIEPKajo
aHAJOTMYHOE PACIPOCTPAHEHHUE KOJIOHU3ALMK Ha CPOK OKoJIo 3 et [158].

B 3akiaioueHuM CTOMT OTMETUTh, YTO HECMOTpPsS Ha OOJBIIOE YHCIO PadorT,
MOCBSIICHHBIX U3YYEHUIO MUKPOOHOIOTHYECKOTO CTaTyca CHHOHA3aIbHON 001acTy MpH
MB, B peasibHOW KIMHUYECKOW MPAKTHKE 3TOMY JIOKYCy OakTepuaabHONW WHOEKIHUU
yAensieTcsi HeAOCTarouHo BHUMaHMs. OO STOM CBUAETENBCTBYIOT CYIIECTBYIOIINE
OTEUECTBEHHbIE U 3apyOeKHbIE TNPOTOKONBI 3paaukauuu Paeruginosa u JApyrux
KJIIMHAYECKHU 3HAYMMbIX MUKPOOPTraHU3MOB, KOTOPbIE He noapazymeBator canauu OHIT
[2; 27; 42]. Tem He MeHee, TpyIINa TOJUIAHICKUX YUEHBIX MoJ pykoBoacTBoM Berkhout
yOequTEeNbHO TMOKa3ajga JIy4IIHe Pe3yJbTaThl 3PaTUKAIMOHHON aHTHOAKTEpUATHHON
TEepalMd IpPU BKIIOYEHHH B «30HY HHTEPECa» BEPXHHE IbpIXareiapHble myTtH [159].
AHaJIOTUYHOE MHEHHME BBICKAa3bIBAET U Jarckas KOMaHJa CIHEHHaIUCTOB IO

MYKOBHCIIM103Y U MUKpoOuoioros [133].

1.2.6. IIatomopdosoruyeckas XapaKTepucTHKAa XPOHUYECKOI0 PUHOCHHYCUTA
Ha ()oHe MYKOBUCIIMI03a
[TonumManne U3MEHEHUI CIU3UCTOM 000JI0uKH TPy MB Ha TKaHEBOM U KJIETOUHOM
YPOBHSIX MOXET CTaThb OOOCHOBaHHEM MJii pa3padOTKU MEePCOHAIU3UPOBAHHOTO
KOHCEPBAaTUBHOI'O M XUPYPTAYECKOTO JICYEHUSI.
B ocHoBe tummunoro mnomumno3zHoro punHocunycuta (I[IPC), game Bcero

BCTPEUAIOIETOCs y B3pPOCIBIX (CpeqHHid BO3pAcT MAlMEHTOB ISl 1e0I0Ta KOTOPOTO
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cocrarimsier 42 ronma) [160], AEKUT XPOHUYECKOE MEPCUCTUPYIOIIEE BOCIAICHUE H
PEMOAENUPOBAHUE TKAHU, BKIIIOUAIOUIEE TOBPEKICHUE DIHUTENHS, OTEK CTPOMBI C
BBIpaXEHHBIM (UOPO30M, yTOJIIIeHHE 0a3aJbHOM MEMOpPAaHbI U HApYIIEHHE CTPYKTYPHI
KOJIJIAar€HOBBIX BOJIOKOH. HecMoTpst Ha TO, 4TO cOCTaB KIIETOK-3((EKTOPOB B TKAHU
MOJIUTIOB JTOCTAaTOYHO T€TEPOTeHEH, BBIACISAIOT 303MHOMUIBHBIA, HEUTPOPUIBHBIN U
cmemiandblid THn [IPC. Ilpm 3TOM ciiegyeT OTMETUTH, YTO COJIMTApHBIE IOJIUIIBI
(anTpOX0OaHaNbHBIC, C(PEeHOXOAHATBHBIE), YACTOTAa BCTPEUYAEMOCTH KOTOPBIX Yy JeTei
nocturaet 33% cnyyaes, B IOJHON Mepe He MOTYT ObITh oTHeceHb! K [IPC u sBistoTcs
JPYTUM MATOJIOTUYECKUM COCTOSIHUEM, CBA3aHHBIM C HApYLICHUSMU a’3pOJIWHAMUKU B
cuHOHa3albHOU o6nactu [161]. IlaroMopdonoruueckn OHU XapaKTepU3yOTCs OOJIBIINM
KOJIMYE€CTBOM OOKAaJOBUIHBIX KIJIETOK, CKOIUICHUSIMH KHCTO3HO-PACIIMPEHHBIX >KEJe3,
OKPYXEHHBIX IUIOTHBIM HHPUIBTPATOM JTUM(OUHUTOB, MIA3MOIMTOB, 03MHO(UIOB,
nonuHykieapoB. [lapamienbHo ompenensitorcst oOMMpHbIE y4acTKu (GuOpo3upoBaHUs
CTPOMBI ¢ JiepopMaIreit )KeJIe3UCThIX JIEMEHTOB U MaJIbIM KOJUYECTBOM KJIETOK [162].

VY nanuenToB ¢ MB nonumno3Hast TkaHb OOJBITHHCTBOM aBTOPOB XapaKTEPU3YETCs
Oonee TOHKOW OaszaJlbHOM MeMOpaHOH, MEHBIICH THaJWHU3AIMCH TOIACIU3UCTON
000JIOYKM W MEHBIIEH MJIOTHOCTHIO 303MHO(PUIBHOTO HH(PUIBTPATa, a CIU3UCTHIC
JKEJIe3bl COJEpKAT MPEUMYLIECTBEHHO KUCHbIA MyUHH. Turnmuneie nonumnsl npu [TPC,
HaIpOTHUB, COJAEPKAT CIM3UCTHIE JKEJIE3bl C HEUTPAJIBHBIM MYLIHOM, XapaKTEPU3YIOTCS
703UHOPMIBLHON HMHQPUIBTpAIIMEd W BBIPAXKEHHOW TOJIIMHON Oa3aibHON MeMOpaHBI
[163]. Pa3BuTHiO ATHUX CTPYKTYpPHBIX OCOOCHHOCTEH CHOCOOCTBYIOT Je(eKThI
TPAHCIIOPTAa Y€pe3 HOHHBIE KAHAJIBI PECIUPATOPHBIX ASMUTEIHAIBHBIX KIETOK, YTO
OPUBOJUT K HAPYIICHHIO MYKOIMJIMAPHOTO KIMpPEHCA W H3MEHEHUI0 COCTaBa
BbIpa0aThIBAEMOT0 Ha3albHOTO cekpeTa [164]. IloBbilIeHHbIE YPOBHM WHTEPJICUKHUHA
(IL-9) m axtuBanus kaiablui-akTuBHpyemoro xijopujaHoro kanama hCLCA1 wmoryt
CHOCOOCTBOBAaTh M30BITOYHOM MPOAYKIMH CJIM3M 3@ CYET YCUJICHUS SKCIPECCHH
PaCcTBOPUMBIX Tejieo0pa3yromux MyIIMHOB [ 165].

HomunupyronuMm npu MB saBisiercs Thl-nonsspu3oBaHHbIH MMMYHHBIM OTBET
[166], veittpodunbHOe Bocnanenue ciauszuctoit o6omouku OHII ¢ BhicOKMM ypoBHEM

MapKepa aKTUBHOCTH HEUTPO(DUIIOB MHUENIONEPOKCUAA3bI, BHICBOOOKAAEMOM BO BpeMs
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OKHUCJIUTEIBHOTO B3PbIBA U KaTaJIU3UPYIOIIEH BRIPAOOTKY pa3IM4yHbIX OKCHIAHTOB, U [L-
8, KOTOpBIM aKTUBHUPYET ACTPAHY/SALUI0 HEUTPOPHUIIOB, MPUBIEKAS UX U3 CUCTEMBI
kpoBooOpamienust [167]. IlpoBeneHnHbie paHee CpaBHUTEIBHBIE HMCCICAOBAHHS TKAHU
MOJIMIIOB MOJIOCTH HOca npu MB onuchiBaloT O0JIbIIEE YUCIO Kee3 C PaclIMPEHHbIMU
BBIBOAHBIMU TPOTOKAMH, COOTBETCTBYIOIIMM IMOBBIIIEHUEM CEKPEUUH U CTYIICHUIO
ciauzu. LluTomnasma xene3ucThiX KIETOK CIIErKa OKPAIIUBAETCS S03MHOM B TOMOT€HHBIM
PO30BBIM IIBET, SApa CXKAThl IO HAMpPaBICHUIO K OCHOBAaHUIO KJIETOK M HUMEIOT
HENpaBWIbHYIO (popMmy, HamoMmuHaroulywo 3aniryto. Hamporus, y manmentoB ¢ IIPC
CEpO3HBIE KEeJe3bl BBINISAIAT KOHTPACTHO, OKPAIIMBAsChb B OTHOCHUTEIBHO TEMHO-
MaJIMHOBBIA I[BET, HAIIOMUHAS KeJIe3bl HOPMAJLHON CIU3uCTON oOomouku [168; 169].
KoHrnomeparbl  CEpO3HO-KENE3UCThIX  CTPYKTYP  BBISIBICHBI HUCKIIOUUTEIBHO Yy
nanueHToB ¢ [IPC. Ilpu omeHke Backymspuzanuu ciauzucto ob6omoukn OHII ¢
UCIIOJIb30BAHUEM JHAOTENHaNIbHOIO Mapkepa CD31+, ee IUIOTHOCTP M CTENEHb
Ba30AWIATAIIMM OJUHAKOBBI MpU 000X 3aboneBaHUsX. Takke YyKa3bpIBaeTcs, 4YTO
HECMOTpsI Ha mpeolnajaHue HEUTpodUIOB B TKaHU MOJUNOB mpu MB, tam Takxke
BCTPEYAIOTCS TIJIA3MOIUTHI, B T.4. C aTUMUYHOW MaTOMOP(OJIOTHEH, 303MHODIIBI U
JpyTHe KJIETKH, 4TO MPEANnoaraeT NoJuMoJadIbHOCTh MaToreHe3a 00pa3oBaHus MOJUIIOB
npu MB [170; 171]. BeisiBI€HO MUHUMaIbHOE OBPEXKIEHUE IOBEPXHOCTHOTO SMUTENH,
HAJUYKME KaMWUISIPOB CIUIONIHOTO W (DEHECTPUPOBAHHOTO THIIA; MHOTOYHCIICHHBIC
JIeTpaHyJIMpOBaHHbIE Ty4Hble KieTku [19; 171]. Ilpu »a€KTPOHHONH MHUKPOCKOIIHUH
ONUCHIBAIOT CKOIUICHHS] HETOMOTE€HHBIX JKEJIE3UCTHIX MYy3bIPHKOB B HAABSIAECPHON YaCTH
KJIETOK, sIpa COAEp>KaT paCCEeIHHbIM XPOMATUH KaK IMPU3HAK HMX MOBBIIICHHON
AKTUBHOCTH, W YETKO pa3IM4yuMble CTPYKTypbl anmapara lonpmku [168]. Taxke
XapaKTepHON 0COOCHHOCTHIO M3MEeHEeHHM cim3ucTtoit obomouku OHII npu MB siBnsieTcs
HaJIM4KMe BHYTPUCITUZUCTHIX MUKPOKOJIOHUI OaKTepuid, B OCHOBHOM IMPEICTABICHHBIX S.
aureus [20; 172; 173; 174], BOKpYT KOTOPBIX OIIPEACIISIETCS MEHBIIIEE KOJINYECTBO KIETOK
0 CPaBHEHUIO C JPYTMMH Y4YacTKAMH IIOJIUIMA, YTO OOBACHSETCS TEPBUYHBIMU
nedexramu (arouuro3a MOHOIMTOB M HeWTpodunoB y mnauueHtoB ¢ MB. Ilpu
orcyTcTBUU 3(PdeKkTuBHOrO (HaronrTo3a HEAJAEKBATHOE MPOU3BOJICTBO CYNEPOKCH/I-

AHUOHOB MOXKET YCUJIMBATh OBPEKICHUS TKaHeu [175].
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OnHUM U3 BO3MOXKHBIX HEAOCTATKOB MPHUBEIECHHBIX BBIIIE PaOOT SBUIUCH MaJlbie
BBIOOpDKM TMalueHToB (Tabmuma 3), a TakkKe pas3IuyHble KPUTEPUU OIICHKH
naToMOP(OJOTUIECKON KAPTUHBI, YTO OBLUIO YUYTEHO MPU IUIAHUPOBAHUHM HACTOSIIETO

HCCIICAOBaHUA.

Tabnuua 3 — XapakrepucTuka ucciaenoBanuii B oomactu natomopdonoruu XPC
npu MB (BbIOOpKH MalIMEeHTOB)

ABTOpBI T'on Bbi0opka nanueHToOB
¢ MB

Tos, Mogensen, Thomsen [39] 1977 n=11

Henderson, Chi [19] 1992 n=5

Rowe-Jones et al. [176] 1997 n=44

BejuDetal. [171] 2004 =7

Knipping S et al. [168] 2007 n=21

Schraven S.P. et al. [67] 2011 n=16

Steinke J.W. et al. [170] 2012 n=12

Kim RJ et al. [20] 2015 n=9

1.2.7. KoHcepBaTHBHOE JIeYeHHE XPOHUYECKOI0 PUHOCHHYCHUTA HA (pOHe
MYKOBHCIH/1032

XPC na hone MB MHOTHE HcCienoBaTey OTHOCST K rpynne T.H. “difficult-to-treat
rhinosinusitis”, TeM caMbIM XapaKTepu3ys €ro Kak IUIOXO IOAJAIOIIUNCS JICUYCHUIO.
Hamuune XPC y nanuenTta ¢ MB TpeOyer ero mocTosHHOM Tepanuu, HE3aBUCUMO OT
TOTO, BBIOJIHSIOCH JIU XUPYPTUUYECKOE JICUCHUE UITU HET.

KoHcepBaruBHOE  JI€UEHHME  CKJIAJbIBAETCS M3  METOAOB  HPPUTALMOHHO-
AIIMMUHALIMOHHOW  TEparvy, WHTaJsIMUOHHOW Tepanuu  (IPEUMYIIECTBEHHO C
VCIOJIb30BAHUEM KOMIIPECCOPHBIX CHCTEM C MYJIbCUPYIOLIEH MOJAYEN JIEKAPCTBEHHOIO
npenapara) U TOIMUYECKUX CPEJICTB C MHBIMU MEXaHU3MaMM JOCTAaBKH (CHpeH, Karuiu,
MPOMBIBAHUE METONIOM TiepeMerneHust Xunkoctu) [177]. DddheKkTHBHOCT, MECTHOU
Tepanuy 3HAYUTEJIbHO CHUXKAETCS MPU OOTYypUPYIOIIEM TOJUIO3€ W/WIM HapyUIEHUU

IMPOXOANMMOCTH ITOJOCTH HOCA 3a CYCT MCAUATIN3allu CTCHOK BCPXHCUCIIOCTHLIX I1a3yX.
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CucremHas anTuOaKkTepuaibHas Tepanus npoBoautTcs npu odoctpenusix XPC, a rakxke
MIEPUOTIEPALIIOHHO.

OTnenbHO paccMaTpUBAETCS TEPANHS MAKPOIUIAMHU C TOUKU 3PEHUS UX, B IEPBYIO
ouepelb, UMMYHOMOIYJIUPYIOIIETO, a HE aHTHUOAKTepUadbHOTO JEHUCTBUA. bblIO
IPOJAEMOHCTPUPOBAHO  3HAYUTENIbHOE  CHIDKEHHE  KOJMYEeCTBA  HEUTPO(UIIOB,
’03MHO(UIOB U MaKpo(aroB, a TaAKXKe CHIKEHHE COACP KaHUS Pa3TUYHBIX MOJIEKYI, a
MMEHHO HEUTpO(UIbHOM 371acTa3bl, MPOBOCHATUTENBHBIX ITATOKUHOB (MHTEPICUKUHA-8,
UHTepIeHKHa-6, pakTopa HEKpo3a OIyXOJIU-0) B Ha3aJIbHOM CeKpeTe manueHToB ¢ MB,
MOJIYYAOIINX KIAPUTPOMHUIIMH U POKCUTPOMULIMH. TeM HE MEHee, BONPOC BKIFOYEHUS
makponnaoB B cxemy Tepanuu XPC nHa ¢Qone MB, pexumbl n03upoBaHust U
JUIUTEIBHOCTh Kypca TpeOyroT nanbHemero uydenus [178; 179].

Eme ogHuM HampaBieHHMEM CHUCTEMHOM Tepamnuu SIBISETCA JIUTEIbHOE
UCIIOJIb30BaHUE BBICOKUX 103 uOynpodeHa. OnHAaKo CyIIECTBYeT €IWHCTBEHHOE
UCCIIEOBAaHUE, MTPOJEMOHCTPUPOBABIIEE MCUE3HOBEHUE HA3AIBHOTO MOJIMIIO3a Y BCEX
(n=12) nauuentoB Ha (oue Tepanuu ndbynpodeHoM B ao3e 40,9 MI/Kr/cyt B TeueHUE B
cpeaHeM 52 MecsieB, HO y OOJNBLIIMHCTBA AETEeW pa3BWICA PEUUANB IMOCIE OTMEHBI
npenapara [55; 180].

N3 cpencTB MeCTHOM Tepaniyu HanOOMbIICH CTETICHBIO IOKAa3aTeIbHOCTH 00Ia aeT
WHTpaHa3aJIbHOE MCIIOJIb30BAaHUE JOPHA3HI aub(da B BUJIE MYIbCUPYIOIMINX UHTATSAIUHN (C
IIOMOIIBID KOMIIPECCOPHOIO HMHTAIATOPAa C IMYJIbCUPYIOLIEHM MOJA4er  a’po30Jis
PariSinus®), co3maroniero OTHOCUTENBHO 0O0Jice BHICOKME KOHIIEHTPAIMU BEIIECTBA
MMEHHO B CHHOHA3aJIbHOM 00J1aCTH — OCa)KJIEHHWE Ha CIM3UCTOM oOonouke 62,6 + 12,7%
npernapara [181]. B ABOWHBIX clembIX MIANE00-KOHTPOIUPYEMBIX HCCIEIOBAHUAX
noka3zaHa 3(HEKTUBHOCTh €XKEHEBHOIO MOCTOSTHHOTO MPUMEHEHHUs JOPHA3bl aib(a 1Mo
2,5 mn uepes PariSinus® momonHuTensHO K 0Ga3MCHOW TepaluM, 4epe3 MYyHAIITYK
HeOymai3epa JiJist HIDKHUX JbIXaTenbHbIX myTei [182; 183]. Oxnako Hanboabiuit a3 dext
IPOAEMOHCTPUPOBAH MPU HA3HAUYEHUH MpEernapara B MOCIEONEPAlMOHHOM NEPHOAE Ha
dbone BoccTanoBiIeHUs npoxoaumoctu coyctuid OHIT [184; 185; 186].

Kpome Toro, yepe3 1moo0HbIe HHIaISUOHHBIE CHCTEMBI MOXKET IMPOBOJIUTHCA H

TOIINYCCKasA aHTI/I6aKTepI/IaJIBHaH TCparunAaA 1pu HAJIMYUU COOTBCTCTBYHOINUX KIMHHUKO-
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MUKPOOUOJIOTUYECKUX  mokazaHui. Tak, Obuta  gokazaHa  3(PGEeKTUBHOCTH
MHTpaHa3aJIbHON MHTaJSIUOHHON Tepanuy TOOpaMHUIIMHOM MpU KOJOHU3ALUUA BEPXHUX
JIbIXaTeIbHBIX MyTeW CUHETHONHOM nanoukoit [182].

Ouenka 53(p¢GEeKTUBHOCTH HWHTPAHA3AJbHOTO IPUMEHEHUS aHTUOMOTHUKOB C
pa3HBIMH MEXaHMW3MaMH JIOCTaBKM y marueHToB ¢ MB Oblma Takke MpOBEICHA B
OTHOILIEHUH KOJIMCTUHA, IUMPOQIIOKCAIIHA, MyTTUPOIIMHA, BaHKOMUIIMHA [187; 188]

OO6s3arenbHbIM KOMIOHeHTOM Tepanuu XPC y mamueHtoB ¢ MB  saBisiercs
UPPUTALIMOHHO-2JIUMUHAIIMOHHBIE ~ MEPONPUATUS C  HUCIOJB30BAHHEM  COJIEBBIX
pacTtBOpoB. BO3MOXXHO HCHONIB30BaHKUE O(PUIIMHAIBHBIX CIIPEEB C MEJIKOIUCIEPCHBIM
pacnpUleHHEM («HA3aJbHBIX JYLIE»), Y3KOHANPABIECHHBIX CTPYHHBIX YCTPOWCTB,
00BEMHOTO TPOMBIBAHMSI, IPOMBIBAHUSI METOJIOM TEPEMEIEHUs KUAKOCTH 0 Proetz,
HeOynu3anus. [lomMMMO  HM30TOHMYECKOTO  pacTBOpa HaTpus  XJOpUJa  WJHU
CTEpUIIM30BAaHHON MOPCKOW BOJIbI, BOBMOXKHO HCIIOJIb30BaHUE CJIA00 TMIEPTOHUYECKUX
pacTBOpoB, 00JAJAIOMIMX OCMOTHYECKHM OOYCIOBICHHBIM MPOTUBOOTEYHBIM U
CEeKpETOJIMTUYECKUM  JleicTBHEM. P aBTOpOB  pEKOMEHIYeT  HCIOIb30BaHUE
3% coneBbix pactBopoB [106]. Tem He MeHee, BOIpekH JT0Ka3zaHHON A(h(PEKTHBHOCTH
WHTAJSIIIUOHHOTO  MCIOJIb30BaHUSI THUNEPTOHMYECKUX PACTBOPOB B  OTHOIICHUH
OpOHXHMAJIBHOTO  TIOPXXEHUS, HEKOTOPhIE CpPaBHUTENIbHBIE  HCCICIOBAHUS  HE
MOATBEPKIAIOT MPEUMYIIECTB COJIEBBIX PACTBOPOB BHICOKOW KOHILIEHTPALIMU B JICHEHUH
XPC na ¢pone MB [189].

NuTpaHazaibHble  TITIOKOKOPTUKOCTEPOUIBI,  OONIaalomue  MPEeBOCXOAHBIM
YPOBHEM J0Ka3aTebHOCTH A(PPEKTUBHOCTU W O€30MACHOCTH TPHU HAUMONATHYECKOM
XPC, noka3anu cBO€ NOJIOKUTEIBHOE TepaneBTHUEeCKoe AercTBue u npu MB. Xotd
XapaKkTep TMaTOJIOTHYECKUX W3MEHEHUN («HEUTpOPWIbHBIN» HA3aJbHBIA TOJUII03
Ha (pone MB npotuB «303uHOPMIBHOTO» — Mpr HHOM XPC) MOXKET CBUIETEILCTBOBATH
O HECKOJIIbKO MEHbIIeH oxuaaeMor 3(PGEeKTUBHOCTH OTOW TPYIIBI IpenaparoB
y nanimeHtoB ¢ MB. Hecmorpa na sto, MHI'KC noctoBepHO coOkpamarT pasMmep
HOCOBBIX MOJUIOB y 00JbHBIX MB [190] 1 monOXUTEIRHO BIMSIOT Ha KIMHUYECKOE

teuenune XPC [53].
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Bce »5T0 mMO3BONMMIO BKIIOYUTH TOMUYECKHE CTEPOUIbI B KOHCEHCYCHBIE
pexoMmenaanuu o yieuennto XPC y manmentos ¢ MB [53; 191].

NHTpana3anbHble  TIIOKOKOPTUKOCTEPOUBI  SBISIIOTCS — IMpernapaTtamM  JJist
JUIUTEIIBHOTO KYpPCOBOTO HCIIOJIb30BaHMS, OJIHAKO B HACTOSIIEE BPEMSI OTCYTCTBYET
CIMHCTBO B3IVISIJIOB B OTHOIIEHWW JIMTEIBHOCTH HMX NPUMEHEHHUS: BO3MOXKHO Kak
KypCOBOE UCIOJIb30BaHUE (HEIENIU, MECSIIbI), TAK U HEPEPHIBHOE.

ITpu o6octpennun XPC unu Ha PoHE OCTPOI pecnupaTopHOil BUpYCHOM MH(MEKITUN
MOXKET OBITh OOOCHOBAaHO WCIIOJIb30BAHUE HA3aJIbHBIX JIEKOHTECTAHTOB C IIEJIBIO
YMEHBIIEHUS OT€Ka HUKHUX HOCOBBIX PAKOBHUH, OJJHAKO BEPOSITHOCTh pa3BUTH dpdexTa
pHUKOLIETa U MEIMKAMEHTO3HOTO PUHUTA, KaKk M B 0O0mIeil koropte 6onpHBIX 0e3 MB,
OTPAaHUYMBACT BO3MOXKHOCTh HMX MpuUMeHeHus 7 gHsMu. [losTomMy paHHas rpynma
npernapaToB He J0/hKHA BKIIIOYaThes B OazucHyro Tepanuio XPC Ha hone MB [62].

B Tabmune 4 006001IeHBI YpPOBHU JOCTOBEPHOCTH [JOKa3aTeNbCTB M CHJa
PEKOMEHAAIUM BCEX OMMCAHHBIX BBIINIE METOJOB KOHCEPBAaTUBHOTO JjeueHus XPC

y nanueHToB ¢ MB.

Tabnuua 4 — Metoas! Tepanuu XPC y mauuentoB ¢ MB 1 ux ypoBHU JOCTOBEPHOCTH

JI0Ka3aTeNbCTB U cuiia pekoMmenaanuii (rmo: mo Kang et al., 2015 u Spielman et al.,
2022 [106; 53])

ABTOpBI ITo Kang S.H., Dalcin Pde T., Piltcher

0.B. et al., 2015

ITo Spielman D.B., Beswick
D.M., Kimple A.J. et al.,

2022
Meropn sieueHust Meron BBeeHNS | YpPOBEHb Cuia VYposensr | Cuiia pekoMeH-
JIOCTOBEpP- | PEKOMEH- | JAOCTOBEp- nanun
HOCTH nanui HOCTH
Jl0Kazare- Jl0Kazare-
JIbCTB JIbCTB
N3otonnueckutii (0,9%) [IpombiBaHuE v D C Pexomenno-
COJIEBOM pacTBOp MOJIOCTU HOCA BaHO
l'unepronnuaeckwuii (3%) [IpombiBannEe v D He ananusupoBanocs
COJIEBOM PACTBOP MIOJIOCTH HOCA

l'unepronnuaeckuii (7%) Yepes He ananuzupoBanocs He ananusupoBanocs
COJIEBOI pacTBOP HeOymaiizep,

Ha3zaJbHasi Macka
AHTHOUOTHK Buytps, <4 Her nanubix He ananusuposanocs
CUCTEMHBIH HeNeb
AHTHOUOTHK Buytps, > 12 III C He ananusuposanocs
CUCTEMHBII HeNeb
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Makponuabt Bnaytps 111 C He ananusupoBanoch
AHTHONOTHK HNHuTpanazansHO, 1Ib B C Onnus
TOIIUYECKUN pacIblICHHUE;
UHTJSIIMOHHO

I'mroxoxopTHKO- Buytps, B/B, B/M v D He ananusuposanoch
CTEpPOUbl CHCTEMHBIE
['mrokokopTHKOCTEPO- HNuTpanazansHo, Ib A C Onuus
Wbl TOIMYECKUE pacrbuieHue
PexomOuHaHTHas HNuransunoHHo ITa (T) B(A) He ananusupoBanock
yenoBedeckas JJHK-aza (B T.4.

PariSinus®),

Ha3aJbHas MackKa
Ha3anbHble NHTtpana3ansHO, IV D He ananusuposanocs
JE€KOHT€CTAHTBI paclblUIeHHEe
No6ympoden Buytps v D He ananusuposanoch
CFTR-monynsTopsl Buyrtps He ananusuposanocs C Pexomenno-
BaHO

FESS (paccmarpuBaercs Xupyprus I (B/C) B Pexomeno-
KaK OTJeJIbHasl OILIMS, BaHO
0e3 abIOBaHTHOU
Tepanuu)

1.2.8. Xupyprudeckoe JieueHHe XPOHUUYECKOT0 PUHOCMHYCUTA HA (DOHe

MYKOBHMCLHM/1032

HecmoTtps Ha pacimimpeHue criekTpa npenaparoB i KOHCEPBATUBHOTO JIEYEHHUS U
CPEICTB MX JOCTAaBKH MPU TOMUYECKOM HCIIOJIb30BaHUH, 3()PEKTUBHOCTH MOIO00HOI
TEepanuy OYEBUIHO 3HAYUTEIBHO CHIKAETCAd WU 3(PQGEKT BOBCE OTCYTCTBYET IpHU
MEXaHUYECKOW HEMpPOXOAUMOCTH TonocTth Hoca u coyctuid OHII, Ha comepkumoe u
CIIM3UCTYIO 00O0JIOYKY KOTOPBIX OHA HampasieHa. CucTeMHas ke aHTuOaKTepuasbHasl,
IIPOTUBOBOCHAJIUTENIBHAS M MYKOJIMTHYECKAass  TeEpamusi TakKe  OKa3bIBaeTCA
HEI0CTAaTOYHOH B CBSI3M CO CHIDKEHUEM NIEHETPALIMU MTPEnapaToB B yCIOBHIX PUOPO3HBIX
u3MeHeHni cnusuctoi o6onouku OHIT 1 moBkIeHHOM Bs3KocTH cekpeta [192].

TaxuMm 00pazom, B cilydae BbIPAKEHHOTO «OJIOKUPYIOIIET0» MOJIUIO3HO-THOMHOTO
nponecca B OHII Ha pone MB Ha nepBoe MeCTO BBICTYNaeT XUPYPTUUYECKOE JCUCHHE,
npu3BaHHoe He u3neuuTh oT XPC, a B T.4. o0ecrneynTh aHaTOMUYECKUE YCIOBUS IS
NOCJEYIOEN JOCTAaBKU CPENCTB TOIMMYECKON Teparnuu, KOTopas B CBOKO OYEpPE.b, [0

MHEHHUIO Zheng 1 COaBT., CTAHOBUTCS a/IbIOBaHTHOM [193].
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ITo manHBIM aHanmu3a padoThl 29 KpynmHEHIMX neauarpudeckux KinHuk B CIIA,
XUPYPru4yeCcKOMY JIEUEHHIO noaBepratorcs ot 1 1o 24% nereit ¢ MB [17], a mo nanHbIM
Zheng u coast., ot 20 10 60% nauueHToB ¢ MB TpebyIOT pUHOXUPYPrHUUECKOTO JICUCHUS
[193]. ITomoGHBIN pa3zdpoc, MO-BUAMMOMY, CBSI3aH ¢ OTCYTCTBHEM UETKUX MOKa3aHUH K
XUPYPrUYECKOMY JICUECHHIO.

Hecmorps  Ha  Bo3pacramomiee  4uciIO  MyOJMKaIUii,  MOCBALIECHHBIX
pUHOCHHYcOXUpypruu npu MB, 10 cux 1TOp OTCYTCTBYeT Kakol-u0o
CTaHJAPTU3UPOBAHHBIA TOAXOJ KaK K OINpPEACIICHHIO CPOKOB M IOKa3aHWM, TaK U K
00beMy (paauKaJIbHOCTH) BMemIareabcTBa. OO0 ATOM CBUIETEIBCTBYET W ITYOJIMKAIUS
«Working towards consensus in the management of pediatric chronic rhinosinusitis in
cystic fibrosis», Boimenmias B 2020 r., B KOTOpOil BeAyII1e MUPOBBIE SKCIIEPTHI B 00JIACTH
MB 1 0TOPUHOIAPUHIOJIOTUY HE CMOIVIM IPUUTH K COITIACHIO I10 ITOAABIISAIOIIEMY YUCITY
Borpocos [191].

Eme B 1998 1. B benbrun coctosuicst KoHceHCYC, ONpenenstomuil moka3aHus K
(GYHKIMOHAIBHBIM 3HJIOCKOMMMYECKMM BMEIIATEIbCTBAM Ha OKOJOHOCOBBIX IMa3zyXax
(FESS) y nereit, kotopsiii moctaBuil hopMyaupoBKy «llomHas HazaibHAst 0OCTPYKIIHS 3a
CUeT TOJIMIIO3a WU MEAHAIM3alMu JIaTepajbHOW CTEHKH TMOJOCTH HOca Ha (oHe
MYKOBUCIIM03a» Ha TEepBO€ MeCTO cpeau 9 aOcomioTHBIX mMokazaHuid. C Tex mop
spockonuueckuit noctyn k OHII y nereit ¢ MB cuutaeTrcst MmeTooM BBIOOpA, OHAKO
BILJIOTh JO IMOCJEAHEr0 BPEMEHM B Halled CTpaHe U 3a PYOEKOM COXPaHSIUCH
CTOPOHHUKH «OTKpbITOW» xupyprum 1o tumy Caldwell-Luc, pexomenmyronue
BBINIOJIHEHUE PAJIMKAJILHOM Olepaluu Ha BepxHeuentocTHhIX nasyxax (BUII) u kimerkax
peuieTyaroro JabMpUHTA MpU Bo3pacte mnaiueHToB ¢ MB crapme 5 ner, a B Ooinee
MJIQJIIIEM BO3pacTe Mpeajaras IMOJUIIOTOMHI0 HOCA KaK MAaKCHUMAaJbHBIH 00BEM
BO3MOYKHOT'O XUPYPIUY€ECKOTO JieueHus [3].

O¢pdextuBHocts FESS y manueHToB NaHHOM Tpynmbl K HACTOSILEMY BPEMEHU
NOJITBEPK/ICHA, KAK MUHUMYM, JIByMSl KPYIIHBIMU CHCTEMaTHYeCKUMH oO30pamu [194;
195] u He BBI3BIBaET COMHEHMM, ogHako 0030p 0a3bl maHHBIX Cochrane 2023 rona
IpUXOIUT K Ooisiee craepkaHHbIM BhiBoAaM [196]. Kpurepuu s hekTHBHOCTH, TOMUMO

KJIMHUYECKON cuMnToMaTtuku camoro XPC, sHIOCKONMMYECKON KAPTUHBI U BIMSHUS Ha
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Ka4eCTBO KU3HH, OOBIYHO BKIIIOYAIOT CHM)KEHHME YacTOThl 0OpaleHui/ToCuTaIn3aui
10 MOBOJLY 000CTPEHUI OPOHXOJIETOYHOTO MPOoliecca, CHUKEHUE BbIJIETICHUS TATOT€HHON
GIIOpBI U3 BEPXHUX U HUKHUX JIBIXaTEIbHBIX MTyTeH U BIMSHUE HA TTOKa3aTeIu (GYHKITUU
BHemHero abixanus. [Ipu atoM Bo3aerictBue FESS Ha mocnegnuii napaMeTp 10 CUX MOp
OCTAETCA MPOTUBOPEUHUBBIM.

[Ipennaraemplii B COBpEMEHHOM JUTEpaType OObEM XUPYPrUYECKOro JIEUCHUS
XPC na ¢pone MB konebieTcs oT cTaHIapTHON 3HA0CKOIMYECKOM MOJUCUHYCOTOMUH JI0
paIuKAIbHBIX  BMEIIATEIBCTB B O0OBEME  HHIAOCKONUYECKOM  MeAuaabHOM
MakcwukTroMun (EMM) 1 naxke paaukaibHON TAHCUHYCOTOMUU C TIOJIHBIM yaJIeHUEeM
IepeaHEd U HW)KHEH CTEHOK KIMHOBUIHOM IAa3yXW, PE3EKUHEN CPEIHUX HOCOBBIX
pakoBWH W omeparnueil Ha Jo0HbIX ma3dyxax Tumna Draf III/Lathrop [197]. CtoponHuKH
Oojiee paCIIMPEHHBIX SHIOCKOMWYECKUX OIepaluid CHpaBeIMBO aleUIMPYyoT K
HEoOXoAMMOCTH MakcuMasbHoro npenupoBanus BUII (kak Hanbonbiieit mo oobeMy) B
MOJIOCTh HOCa. B cuily WM3BECTHBIX aHATOMHUYECKUX OCOOCHHOCTEW — PacIOJIOKEHUs
€CTECTBEHHOTO COYCThsl B BEPXHHUX OTAEIAaX CHHyCa — HEU30€KHBIM CTaHOBHUTCS
MOBTOPHOE CKOIJICHUE TYCTOTO CEKPETa B MPOOTIEPUPOBAHHBIX B MeHbIIeM o0beme BUIT
B CHJIYy OTCYTCTBUSI MYKOLIMJIMAPHOTO KiupeHca. [[o3ToMy mIaBHOM LIENIbIO ONEpalu B
JTAHHOM CJTy4ae CTAaHOBHTCS HE BEHTUJIAIUS Ma3yXxu, a 00bEIMHEHHE €€ C TTOJIOCTHI0 HOCA
JUTSl TIACCUBHOTO JIPEHUPOBAHUS U CO3/IaHUS HanOoJiee OJaronpusTHBIX aHATOMUYECKHUX
YCJIOBUM IS MHCTPYMEHTAJbHOW CaHallMM B aMOYJIaTOPHBIX YCIOBUSIX U, Kak OBLIO
OTMEUEHO BBIIIE, OCTYNA JICKAPCTBEHHBIX BemlecTB [198]. B cBsI3U ¢ 3TUM NpeiokeH
TepMUH  “‘gravity-dependent drainage surgery” (T.6. XUPYPrUYECKOE CO3/IaHUE
rpaBuTalMOHHO-3aBUcUMOro apeHaxa OHII) [193], uTo omsaTh ke B CHIIY yKa3aHHBIX
AHATOMMYECKHMX CBOMCTB CTAaBUT BO mIaBy yria BUIIL.

Psan  aBTOopoB mpemnaraer T.H. MOAUGUIMPOBAHHYIO  JHJIOCKOIMHYECKYIO
MeaualibHy0 MakcuKkToMuto (MEMM) ¢ ynaneHrneM npakTUYeCKU BCe MeIUAIbHOM
ctenku BUII (ee mapcynuanu3zaiuio), OAHAKO C COXPAaHEHHEM TOJIOBKU HUYKHEW HOCOBOM
PAKOBUHBI U CII€3HBbIX TTyTeH [38].

TemM He MeHee, TakOW OYEBHAHBIM HENOCTATOK, KAaK OTCYTCTBHUE IOJIHOTO

BU3yaJIbHOTO KOHTPOJS  aJdbBEOJSIPHOM OyXThl W 00JIaCTM TMEpEeIHEN CTEHKH
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BEPXHEUEIIOCTHON Ma3yXu MpU CTAaHAAPTHBIX M PACHIMPEHHBIX (32 HUCKIIOYECHUEM
MPEJaKPUMAIBHOIO) JOCTYNaxX MOTHUBUPOBAIM Psii XUPYPrOB MNPUMEHSTh T.H.
«KOMOMHUPOBAHHBIN TOCTYID», COYCTAIONIMA IHIOCKOMUYECKYI0O XUPYPTHIO M JOCTYI
yepes nepeanioro creHky BUII nmo tumy Caldwell-Luc [198].

[IporuBHuKKM pacmpeHHbIx BMemareabctB Ha OHIIL, B cBoro ouepens,
00OCHOBBIBAIOT ~ MECHBIIIYI0O  HWHBAa3UBHOCTh  JICUEHUS  BCE  BO3pacTarouiei
IPOAOKUTENIBHOCTDIO KU3HU MAallMeHTOB ¢ MB, 4TO yBeIMYMBaeT 4nciio BMEIIATENbCTB
Ha OHII u mpy MHOTOKpATHBIX OTEPAIUIX CO3AET PUCK BRIPAXKEHHOTO CIIACUHOTO U/HITH
arpo(UUYeCKOro MpOoIEecca U Pa3BUTHUs CHHIIPOMA «IIycTOro Hocay. bosee Toro, moreps
OCHOBHBIX BHYTPUHOCOBBIX OPHUEHTHUPOB 3aTPyAHSECT MPOBEACHUE MOCIEAYIOMINX
MPOIEAYp U MOBBIIIAET PUCK OCIOKHEHUHN TPU PEBU3MOHHBIX BMEIIATeNIbCTBaX [62].

K coxanenuro, 3a4acTyr0 HE3aBUCUMO OT PaJAMKaJIbHOCTH TMPOBEICHHOTO
XUPYPTUYECKOTO JICYCHHsI, YACTOTa PEIUIANBUPOBAHUS U MOTPEOHOCTH B TOBTOPHOM
XUPYPTUYECKOM JICYEHUH B T€UCHUE 4 JIET MOCII€ IEPBUYHON ONIEpALIMKU COCTABISAIOT 46-
100% [199]. Tlo-Buammomy, HEOOXOIMMOCTh TOBTOPHBIX BMEIIATEIBLCTB — KpalHe
MHOTOaKTOpHas Tpobiema, BKIrodaromas B ce0s u Tun mytanuu reHa CFTR, u
MUKPOOUOJIOTUYECKUNA CTaTyC, W CTENEeHb MNPUBEPKEHHOCTH TOCIICONEPAITMOHHOMY
JICYCHUIO.

Eme omuuM acmekTtoM sBIsIeTCSt  0€30MacHOCTh  XUPYPTUHM, KOTOpas, B
COOTBETCTBUM C HEKOTOPHIMH MCCJIEIOBAHUSIMU, 3HAUUTEJIBHO YCTYMAaeT TaKOBOU Y
nanueHToB 6e3 MB. Ecim uwactora ocnoxknenuid npu FESS B megmarpudeckoit
nonyssiuuu 00sbHBIX cocTaBiseT 1,4% [200], To Ha ¢done MB, o nanubiM Albritton u
Kingdom, nocturaet 11,5% [201]. Bonbiias pacnpocTpaHeHHOCTh OcliokHeHui npu MB
MOXKET OBITh CBSI3aHA C HECKONBKUMH (hakTopamu. Bo-miepBbIX, KPOBOTEUCHUS MOTYT
OBITh OOBSCHEHBI HAJUYUMEM Y MHOTHX MAIlMEHTOB KOAryjaomaTuu 3a cyeT aeduiura
BUuTaMHH-K-3aBUCHMBIX  (DaKTOPOB  CBEpThIBAaHWA Ha (OHE MaHKpeaTudeCcKOn
HEJIOCTaTOYHOCTU U HApYyIIEHUS BCACBIBAHUS >KUPOPACTBOPUMBIX BUTAMHUHOB, B
yacTHOCTH, BUTaMuHa K. BO-BTOPBIX, BEPOSITHOCTh MHTPAOIIEPALIMOHHBIX OCJIOKHEHUM

BO3PAacTacT IMpPU BBIPAXKXCHHOM PEMOJCIMPOBAHUU BHYTPUHOCOBBIX  CTPYKTYP,
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xapaktepHoM i1 MB, a Takke MOCIEONEepaldOHHBIX M3MEHEHUSX B CIydae
PEBU3HOHHOW XUPYPrUU NOCIE PAAUKAIbHBIX YHAOHA3AJIbHBIX ONEPALIUH.

Tem He MeHee, Oosiee COBpeMEHHbIE MHOTOIIEHTPOBBIE HCCIIEIOBAaHUS TOBOPST O
CHIKEHHM YacCTOTbl MHTPA- U MOCJIEONEPALMOHHBIX OCIOXKHEHHIN O CONOCTABUMOM C
oOmieil Koroproil manueHToB mnokazateneil. [lo-BugumMomy, 3TO CBSI3aHO C Pa3BUTUEM
’HI0CKONNYECKOM Xupypruu nonoctd Hoca 1 OHII y nanentos ¢ MB, popmupoBanuem
CIICIUAJIN3UPOBAHHBIX PUHOXUPYPTUYECKUX LIEHTPOB [202; 203].

Jis  omneHkd dS(PPEKTUBHOCTH XUPYPTHUECKUX BMEIIATEIBCTB B  Pa3HBIX
UCCJIeI0BAHUAX UCTIONB3YIOTCS pa3HOOOpa3HbIe apaMeTpPhbl, 3a4aCTyI0 HE TO3BOJISIONINE
UX CpaBHUBATh: 3TO Ha3aJbHasg CHMIITOMATHKa, SHJOCKOMUYECKass KapTUHA, (YHKIIHS
JIETKUX, CKOPOCTh PELUIUBUPOBAHUSA/TIOTPEOHOCTh B MOBTOPHON XUPYpruu, 4acToTa
roCIUTANIM3aIMi, MOTPEOHOCTh B aHTHOAKTEPUANILHOM Teparuu, peHTIeHOJIoOTuYecKas
(KT) kaptuna, uactora o0OOCTpeHMII OpOHXO-IEroyHOro mporecca. Tak B
cucremaruueckoM 063ope Liang et al. (2013 1.) ¢ myOuHO#M moucka 26 jiet (epBUYHO
otoOpano 416 nmyOnuKamuil mpu OTCYTCTBUU XOTSI ObI OJHOTO PaHIOMH3UPOBAHHOTO
KJIIMHUYECKOTO  HCCJIENOBAaHMs) JENaeTcd BBIBOJ O  JIOCTOBEPHOM  BIMSIHUU
PUHOCHUHYCOXUPYPTUH JIHIIb B OTHOLIEHUH HA3aJIbHOM OOCTPYKIIMU U 9H]I0 CKOTTMYECKOM
KapTUHBI [TOJIOCTH HOCA U3 BCEX MEPEUNCIEHHBIX BbILIE MapaMeTpoB [195].

OnHuM U3 HemaBHO onucaHHbIX rpynnoid xupyproB u3z CHIA s¢ddexTos
«arpeCcCUBHOM» SHIOCKOIMMYECKON PUHOCUHYCOXUPYPIrUM y nmauueHToB ¢ MB sBisiercs
dbopmupoBanue KocTHoM oOmuteparmu  BUII 3a cyer mocieoneparioHHOTO
pEenapaTuBHOTO HEOOCTEOTEeHE3a, YTO OLIEHUBACTCS ABTOPAMM KaK IOJIOKUTEIbHBIN
ucxon ¢ nosurui paccmorperuss BUIl kak ocHOBHOTro pesepByapa maToreHHOU (hophI.
JlanHOe€ siBJIEHHE OMUCaHO Ha BBIOOpPKE U3 9 eTel U 10 HACTOSIIEr0 BpeMEeHH M0I00H0e
OTNIMCAHUE OCTAETCS €AMHCTBEHHBIM B HAyYHOU JuTeparype [126].

Bo Bcex MMeErOMMXCS Ha JAaHHBII MOMEHT MHOTOYMCIIEHHBIX MCCIIEJOBaHUSX,
MOCBAIIEHHBIX PUHOCUHYCOXUPYPTUU y Aerer ¢ MB, Ha Ham B3DISA, €CTh U Pl
HEJOCTAaTKOB: OTCYTCTBME€ BHMMAaHHUSI K CMEXHBIM aHATOMUYECKHM OOJacTsIM
(BHYTpHHOCOBBIE CTPYKTYpbl, HOCOIJIOTKA, CJE3HbIE IYTH) MU NPEeIONepaliOHHON

MOJITOTOBKE, OTCYTCTBUE TNOMNBITOK  KiaccupuuupoBarb cocrosaue OHII wu
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CTaHJapTU3NpOBaTb B COOTBCTCTBHMUM C HHMH Xprpmqecm/Iﬁ IIPOTOKOJI, OICHKa

PE3yJbTaTOB JICUCHUS B Pa3HOPOJHBIX 110 00bEMY BMEIIATENbCTBA TPYIINAX.

1.2.9. TaprerHas Tepanusi MyKOBHCIHI032 U €€ BJUSHHE HA TeYeHHE
XPOHUYECKOI0 PUHOCHHYCHUTA

HaunbGonee 3HaunMbIM pe3ynbraToM pa3Butus ¢apmakorepanuu MB sBrsercs
COBPEMEHHAs CTpATErus, HApPaBJICHHAs HA BOCCTAHOBJIEHUE CTPYKTYPhl 1 HOPMAJIbHOM
¢bynkiun CFTR. C nenbto perieHus 3Toi MpoOiaeMbl MPOJOJIKAIOT pa3padbaThiBaThCs
HECKOJIbKO HAaIlpaBJICHUW: T€HHas Tepamnus, Tepanus ¢ nomomisto PHK-texnomorwii,
Koppekuusi reHernueckoro Bapuanta F508del ¢ momompbio meroma CRISP/Cas9,
monynsitopel CFTR.

Ha cerogusimiHuil eHb MOJIHAsA 3aME€HAa MYTAaHTHOTIO I'€Ha HOPMAaJjbHOM KOIHUEU
HEBO3MOXHA, HO YUYEHBIMH HACHTU(PUIHUPOBAHBI MaJible MOJEKYNbl, CIOCOOHBIE
momubunupoBatb MyTaHTHbIM Oenok CFTR Takum o6pasom, uro ero ¢QyHKIUsS
CTAHOBUTCA OJM3Ka K HOpMalibHOM. BO3MOXHOCTh JIEKAPCTBEHHOM KOPPEKIUU
ONpENesAeTCs KJIAaCCOM MyTallMM M KOHKPETHBIM TI'€HETMYECKMM BapuaHToM. K
HactosameMy MomeHTy Tepanusi CFTR-monynstopamu Oonee 13 ner ucnonb3yercss B
pEAIbHON KIIMHUYECKON IPAKTUKE.

OddextuBaocth CFTR-MOnynsTopoB ompeaensieTcss CIoCOOHOCTBIO MOJIEKYI
yBenuunBarh koaudecTBo Oenka CFTR Ha mOBepXHOCTH 3MUTENNATBHONU KIETKU MyTEM
dbonauHTa U/WIIH YCUIMBATh €T0 (PYHKIIHIO.

CFTR-MopynsiTopsl OApa3AeisiOTC Ha HECKOJIBKO BUIOB, KXl U3 KOTOPBIX
AKTHBEH B OTHOLIEHWH ONPENEIICHHBIX KJIACCOB MyTalWi. Pa3nuyaroT moTeHIMaTopHl,
KOPPEKTOPHI, aMIUTU(PUKATOPHI (YCHIIUTENN ), CTAOMIN3aTOphl. B KIIMHUYECKON PaKTHKE
B HACTOSIIIEE BPEMS BO3MOKHO MCIIOIB30BAHUE TOJIBKO KOPPEKTOPOB U MOTEHLIHATOPOB,
npyrue Buasl CFTR-MOnynsTopoB 1oka HaXoAsITCS Ha pa3HbIX CTAAUSIX pa3pabOTKu.

Koppexkrops! no3Bossitor myrantHoMy 0enky CFTR npunsits npaBmiibayto Gpopmy
U TPOWTH YEPE3 CUCTEMY BHYTPHUKIECTOYHOTO KAa4ECTBEHHOTO KOHTPOJIA W 3aHATH

MpaBUJILHOE PACIIONIOKEHHUE HA alTMKaJIbHON MEeMOpaHe.
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[ToTeHaTopsl MO3BOJISIOT BOCCTAHOBUTH (AKTUBUPOBATh) (PYHKIMIO HOHHOTO
KaHama, oOpazoBaHHOro MyTaHTHbIM OenkomM CFTR (myranmum I1I-VI kmacco).
MutieHpl0 JaHHBIX TPEnaparoB SBISIOTCS MOJIeKynbl myTanTHoro Oenka CFTR, yxe
pAacIiojoKeHHbIE B alMKaaIbHOM MeMmOpane [1].

CFTR-mo0ynsamopsl nep6o2o noKoieHus.

[lepBpiM 0m00OpeHHBIM K mpumMeHeHuto B 2012 romy mnpemaparoMm SIBISETCS
noreniuarop uBakaprop — Kamuneko®. IIpuMeHseTcs y MalMeHTOB €O Cenu(puIeCcKoi
myTanuert G551D, koTopasi MPUBOIUT K OrpaHUYEHUI0 clIOCOOHOCTH OTKpbiTH CFTR-
kaHaja. MiBakadrop moreHupyet paboTy KaHaja, IPUBOAS K YBEJIMYEHHUIO CTIOCOOHOCTH
ero K oTkpbITuio [204]. B HacTod1ee Bpemst criucok myTtanuii B rene CFTR, OTBeYarOIUX
Ha BBEJICHME Mpernapara MBakapTop pacmvpeH 10 97, HO TeM He MeHee MBakapTop
aBisieTcss HeA((HEKTUBHBIM B Kaue€CTBE MOHOTEPANUU Yy MAIMEHTOB, TOMO3UTOTHBIX 10
camoi yacroit myranuu — F508del, Tak kak oHa HapyIlIaeT MpoLECCUHT Oelika, CHUXas
€ro CyMMapHOE€ KOJIMYECTBO HA MOBEPXHOCTH AMUTEIHAIBHBIX KIETOK, a UBakadTOp B
CBOIO OUepeb SABISCTCS JIUIIH ToTenraropom GyHkiuu [205].

Bropeim CFTR-momynatopoM W TE€pBBIM  MOpenapaTtoM [Jid Mal[MeHTOB
TOMO3HMIOTHBIX MO TeHeTuueckoMy Bapuanty F508del cram mnpenapar OpxamOu®,
KOTOpPBIN TMpPENCTaBIAECT cO00M KOMOMHAIMIO MBakadTopa U JymakadTopa, KOTOpas B
CBOIO OY€peIb MO3BOJISIET KOPPEKTUPOBATH Ae(EKT MPOIECCUHTA, BEI3BAHHBINA MyTallen
F508del, 1 monoxuTenbHO BIMAET HA MUTPALIAIO 3PEIOro OeaKa K MOBEPXHOCTH KIIETOK
[206]. OnHako HECMOTPS HA TO, YTO KOMOMHALIMSA ITpernaparoB uBakadTop/tymakadTop B
2015 romy Obuta omobpena FDA CIIA nist KIMHUYECKOTO MCIOJB30BaHMS, peaibHas
KJIMHUYecKass 3(PQPEeKTUBHOCTh Mpernapara oOKazajdach HIXKE «30JI0TOrO CTaHIApTa
uBakadTopa W MPOAOIDKAET H3yuyaThcs. B HacTosiiee Bpemsi 4yacToTa Ha3HAYCHHS
npernapara 3Ha4yuTeNbHO cHu3mwiach U coctasisier B CIIA 1%, a B EBpone — 4,79%
[10; 25].

Tpereum CFTR-momynmsitopom siBasiercss mpenapar Cumuaeko® — KoMOMHaIuUs
uBakapTopa U Te3akadTopa, KOTOpas TOKazana Oonblryl0 3(PGEKTHBHOCTH B

KJIIMHAYECKOM IPAKTHKE, Y€M OMMCAHHBIN Boiile npenapar Opkamou® [207].
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[Tocne mpoBeneHHs MHOTOUYHMCIIEHHBIX UCCIEIOBAaHUN ObUIM CIENAaHbl BBIBOIBI O
TOM, 4TO KOMOMHUPOBaHHAs Tepanus (;mymakadTop/mBakadTop u
Te3akapTop/uBakadTOp) MNPUBOAUT K OJUHAKOBBIM  HEOONBUIMM  YIYyUIICHUSIM
KJIIMHAYECKUX PE3YABTATOB Y Jtoieil ¢ MB, BIustonMX Ha Ka4eCTBO KU3HU, MOBBILICHUE
JIBIXaTeIbHOW (DYHKLIUU M CHI)KEHHE YacTOTHI 0OOCTPEHHUIl CO CTOPOHBI AbIXAaTEIbHOMN
cuctemsl [208].

CFTR-mo0ynsamopbl 6mopo2o noKoleHUs:

[lepBeiM onmoOpeHHbiM B psne ctpan B 2019 roxy mnpemapatom sIBIsieTCS
Tpukadra®, KOTOPHIA MPEACTABISET COOON TPONHHYIO KOMOMHALMIO MOIYJISATOPOB —
anekcakadrop/rezakadrop/uBakadrop. [losBienne HOBOro KoppekTopa 3ekcakadTopa
3HAYUTEIBHO MOBBICHIIO 3()(PEKTUBHOCTH TEpalvyd M MO3BOJIWIO YIYYIIUTH TPOdUIIb
oe3onacHOoCTH. KiMHWYECKHE UCCIEeI0BaHUS MPOJAEMOHCTPUPOBAIA 3HAYUTEIBHOE
yayulieHue QyHKIHUU JIETKUX U CHUKEHHE YacTOThl 0OOCTPEHUI CO CTOPOHBI OPTaHOB
JipIXaTesibHOM cucteMsbl [209].

B PO npenapar 611 0100peH B stuBape 2021 roga u ¢ 3TOro BpeMeHU COTHH JIeTei
C MYKOBHCIIMI030M OOecrieueHbl uM 3a cueT PoHIa MOANEPKKU JNETEH C TSKEIbIMU
KUZHEYTPOXKAIOIIMMUA M XPOHUYECKUMHU 3a00J€BAaHUSAMH, B TOM YHUCIE PEAKUMU
(opdannsiMn) 3a60neBanusiMu «Kpyr nodpa» [210].

bonpiioe uwucno wuccienoBaHMH B MHUPE MPOJEMOHCTPUPOBAIO  BBICOKYIO
3¢ HEeKTUBHOCTH TAPTETHOM TepaIruy B OTHOIICHWN HanboJiee BaXXHBIX MposBiieHnii MB:
(GYHKIUU JIETKUX, YaCTOThl PECIHPATOPHBIX OOOCTPEHHI, HYTPUTUBHOIO CTaryca U
(GYHKIMH TOMKENyJOYHON kKene3bl. [Ipu 3TOM BIUIOTH A0 HACTOSIIETO BPEMEHU JIUILb
eIMHUYHbIE pPa0OThI, BBHINOJHEHHbIE HA HEOOJBIIUX M HEOJHOPOJHBIX BBIOOpKAX,
MOCBSAIIEHBI OlIeHKE 3P(HEKTUBHOCTH MOJAOOHOTO JICUEHUS TPUMEHUTENBHO K COCTOSHHUIO
CHMHOHA3aJIbHOM O00JIacTH, paccMaTpuBasi 3TO JACHCTBHE KaK YCIOBHO «HEIIEIIEBOE
[207; 208].

OnHO W3 MEepBBIX HCCIEAOBAHMM, IMOCBAIIEHHOE PUHOJIOTMYECKUM 3(pdexram
MOHOTEpANuu HBAKapTOPOM CpeAH MalMEHTOB-HOCUTENEH XOTs Obl OIHOM MyTaluu
G551D Obuio omybaukoBano rpymmoi aBropoB u3z CIIA B 2019 romy. Cpenu 153

NauMeHToB crapme 6 Jer 129 cmomim 3aBeplIMTh UCCIEIOBAaHUE, 3allOJIHUB
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cranaaptu3upoBaHHbiii  onpocHUK SNOT-20 (HEoOXoAMMO OTMETHTh, YTO OH
BAJIUJIUPOBAH TOJBKO JJIg B3poCiblx [211]), KOTOpBIM SIBUJICS €AMHCTBEHHBIM
UHCTPYMEHTOM OLEHKH B JTOoH pabore. ABTOpPHl JaHHOTO HAOIIONATENBHOTO
MCCIIEOBAaHUS MPUIIUIA K BBIBOJY O MOJIOKUTEIBHOM BIUSHUM TapreTHOW TEpalvu Ha
KaueCTBO J>KM3HM, CBSI3aHHOE€ C CHHOHA3aJbHBIMU >Kajo0amMH, KaueCcTBO CHa H
IICUXOJIOTUYECKOE COCTOSIHHME TMauueHToB. IIpm 3TOM MeTonbl OOBEKTHBHU3ALUU
coctosnugs OHII (kommbloTepHass WJIM  MarHUTHO-PE30HAHCHAs  ToMorpadus,
SHJOCKONUSA) HE ucnonb3oBailuch [212]. B  panpHelilieM chnenuaibHO A
OTOPUHOJIAPUHTOJIOTOB OBbUT OIMYOJWKOBaH 0030p, BKJIIOYUBIIUM 5 ucCcleq0oBaHUN
akTUBHOCTH uBakaropa B oTHomeHuun XPC nHa ¢one MB, koTOpblli 00BETUHUIT
MIPUBEACHHYIO BBINIE PAOOTY C TPEeMs OMMCAHUSMU SAUHUYHBIX KJIMHUYCCKUX CITy4acB U
OHOM cepuell HaOmoaeHud (n=12), B KOTOPBIX OBUIM YK€ IMPOJEMOHCTPUPOBAHBI
pesyasrarel KT OHII B nunamuke [23].

B 2022 romy B ogHOM W3 U3IaHUN, MOCBSIIEHHBIX JYYE€BOM JIMAarHOCTHUKE,
nosiisieTcs: onucanve AuHaMuku KT-kapTunel 148 B3pociabIX NaMEHTOB, MOJTYYaBIINX
TapreTHyto Tepanuio MB (6e3 yrounenus nmpenaparon). [IpomreMoHCTprpOBaHa BRICOKAs
CTEIEHb KOPPETSAILMU KaueCTBA )KU3HU, OLIEHEHHOM ¢ moMoIIb0 onpocHuka SNOT-22, u
peHTreHosnornyeckoit xapakrepuctukoit OHIT [213].

Nzydenuto spdextuBHOCTH «TpoitHOW» (Anmekcakadrop/Te3akadrop/uBakadrop)
TapreTHOM Tepanuu B oTHOIIeHMH XPC mOCBSIIEHO BCEro HECKONbKo padotr. OjHa,
BKJIIOUMBIIAsA 34 manueHTta (MOAPOCTKU cTapiie 12 JeT u B3pocCibie) U OCHOBaHHAs HA
onenke KT u sHI0CKONMMYECKON KapTUHBI, IPOJAEMOHCTPUPOBAJIa OBICTPOE YIYUILIEHUE U
ctoiikocTh 3¢ dexra (kak muHuMym B Teuenue 180 pgueit) [214]. Bo Bropoe
UCCJIEIOBaHNE, BBHITIOJIHEHHOEC B [epmaHuu, OBLIM BKIIOUYEHBI TOJBKO B3POCIHBIE
NalMeHThl (OCHOBHAS IpyIia cocTaBuiia 19 mauueHToB, KOHTPOJIbHAs — 24 malueHTa ¢
MB), a MerogoM JIWHAMHYECKOTO HAOMIOACHUS CTaja MAarHUTHO-PE30HAHCHAas
TomMorpadusi, HE SBISIOMIAACS «30JIOTBIM» CTaHAapToM oleHku coctosiuus OHII 3a

HCKJTFOYCHUEM OITyXOJIEBOM MAaTOJIOTUU JAHHOW aHaTOMU4eckoi obnactu [215].
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ITepBoe KIMHUYECKOE HAOMIONCHHUE BIUSHUS «TPOMHOI» TApreTHOW Tepamuu Ha
teuenne XPC y pebenka ¢ MB B Poccuu Ob10 OMyOJMKOBAaHO HAIIUM KOJIJIEKTHBOM
aerom 2023 rona [216].

Haxonen, B centsiope 2023 roma B Cystic Fibrosis Journal Ovln mpencraBiieH
NEPBBIA CUCTEMAaTHUYECKU 0030p MyOiIMKaIMii, MOCBSIEHHBIA BIUSHUIO TapreTHOMN
Tepanuu Ha TedeHre XPC, KOTOpbIi TakKe HE BBISIBIII HU OAHON pabOoThI, MOCBAIICHHON
addexram TpoiiHoU Tepanuu Ha coctosHue OHII uckmountensHo y nereut [217]. U
muiib B 2024 rony rpynnoi y4eHbIX U3 I epMaHuu npeicTaBiIeHO NEPBOE NCCIIEN0BAaHUE,
BirounBiiee 30 gereit ¢ MB u mpoaeMoHCcTpupoBaBiiiee BBICOKYHO 3(PPEKTUBHOCTD
«TPOMHOI» TapreTHOM Tepanuu Kak caMoil mo cebe, Tak U B PaBHEHUU C JIBOMHOM
KoMOuHalei npakadropa u mymaxkagropa [218].

Takum oOpa3zoM, O4YeBHJICH JePUIUT HCCIAEAOBAHUM, OTpakaromux 3(PdeKTs
10JOOHOM MHHOBAIIMOHHOM Teparnuyu MyKOBUCLK03a B OTHOLIEHUH €T0 «BHEJIETOUYHBIX)

pecnupaTopHbIX MPOSBICHUM, 0COOCHHO Yy JIETEH.

1.3. IlopaskeHnune oprana cjayxa y jgeTel ¢ MyKOBHCIIHI030M

ITo cpaBaenuto ¢ XPC eme pexxe BHUMaHUE yaenseTcs uHou narosnoruun JIOP-
OpPraHoB y JaHHOW KaTeropuu OOJIbHBIX — MOPAXKEHHUIO OpraHa ciiyxa. B oTeuecTBeHHOM
OTOPUHOJIAPUHTOJIOTMM  CYIIECTBYET €IUMHCTBEHHas JAHMCCEepTalloHHas  pabora,
NOCBAIIEHHAs JaHHON mnpobneme [5]. OrcyrcTBue WMHOOPMHUPOBAHHOCTU Bpaued u
MAILMEHTOB MPUBOJINT K MO3JHEW JUArHOCTUKE HAPYLIEHHWM ClIyXa WIM HENPAaBUIBHOU
TAKTUKE BEJICHUS NTallueHTOB ¢ MB oTOprHONIapUHTOIOraMHu.

Hapymenue cnyxa y nauueHToB ¢ MB MOXKHO 0KMAaTh HA HECKOIBKHX YPOBHSX:

KOHJIYKTHBHYIO TyrOyXOCTh Ha (DOHE 3KCCYyAaTUBHOTO CPEIHETO OTUTA, Pa3BUTHE
KOTOPOTO TEOPETHYECKH BO3MOYKHO CIIPOTHO3MPOBAaTh, OCHOBBIBASICH HAa 3HAHUAX O
natoreHeze MB (TIOBbIIIIEHHE BS3KOCTH CEKpeTa CIM3UCTOM OOOJOYKH), a TaKkKe
pa3BUBILErocs Ha (poHEe XapaKTepHOTro AJis JAHHBIX MAI[MEHTOB XPOHUYECKOTO THOMHO-
BOCIMAJIMTEIBHOTO MPOIIECCa B CHHOHA3AJIbHOM 001acTH;

ceHcoHeBpanbHYIO  Tyroyxocth (CHT), oOycnoBieHHY0 TpUMEHEHUEM

OTOTOKCHYHBIX IIPEIIapaToB — MPEKAC BCCTO, AHTHOMOTHKOB AMHUHOITIMKO3UAHOTO pAaa —
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4acTO Ha3HAYaeMbIX C UENbI0 JSpaJuKallid TpaMOTPULIATENIbHOW OaKTepuanibHON
uH(pEeKUU, B OOJBIIMHCTBE CIy4aeB M OMpeNestomel (GaTanbHbId UCXOJ OCHOBHOIO
3aboneBanus. Kpome TOro, Cnucok MNOTEHIMAIbHO OTOTOKCHYHBIX JIEKAPCTBEHHBIX
CpEACTB, COIJIACHO MexaucunuIuinHapHOMY KonceHncycy o
otopuHoJapuHrogornyeckoi nomou ®donpa wmykoBucumpoza CIIA (2022 r),
BKJIFOYAET IVIMKOINENTU/bI, MAaKpOJHAbl M HECTEPOUIHBIE MNPOTUBOBOCHAIMTEIIbHBIE
cpencTBa (aneTuacaauIinIoBast KUCIoTa, HoympodeH, HarpokceH) [42].

Hecmotpst Ha 31O, 00€ (OpMBI TyroyXxOCTH BCTpeUaroTcs y manueHtoB ¢ MB
HedacTo. [lo manueim B.B. bapuiisik, pacipoCTpaHEHHOCTh KOHAYKTUBHOU TYTOyXOCTH
cpeau nauueHToB ¢ MB He mpeBhIIAET TAKOBYK) B OCTAJbHOW IMOMYJSALUH, YTO
HOATBEPKACHO U 3apyOeKHBIMU UCCIIEAOBAaHUAMU [5].

3TO MOXKET OOBSICHATHCS HECKOJIBKUMU MTPUYUHAMH.

[TapamoxkcaJlbHO HOpPMaJIbHOE COCTOSIHME CPENHETO yXa y ManueHTtoB ¢ MB,
BONIPEKM YKa3aHHBIM BBIIIE «IpeApacroiaraloimM (akropam», JI0Iroe Bpems
OCTaBaJIOCh HEOObsICHUMBIM, TMoka B 2006 rtomy Choi ¢ coaBropamMu He
MIPOJEMOHCTPUPOBAIH, YTO B HOpMaJbHOUM cnu3uctoit obomouke cpennero yxa CFTR
MIPE/ICTABIICH B 3HAYUTEIIbHO MEHbIIIEH CTETIEHH, YEM B JIbIXaTEJIbHBIX MY TAX (M B IOJIOCTH
HOCa B YaCTHOCTH), YTO OBUIO OOHAPYXKEHO C TMOMOIIBI0 METO/a MMMYHOOJOTTHHTA.
3nech KaHajl, MPOBOASIIMI XJIOPHI-MOHBI, NpeAcTaBieH ApyruM ATd-3aBucHMBIM
OeJIkoM — HaTpueBbIM KaHajioMm snutenus miekonuTtaronmx (ENaC), He cTpagaromum
pu MykoBucuuaose [219]. bonee Toro, 1 MB xapakTepeH runeprnaeBMaTnyeCKUil TUIT
CTPOEHUS KJIETOK COCLEBUIHOTO OTPOCTKA, YTO KOCBEHHO CBHUJAETENBCTBYET O
HOPMaJILHOM a’palliy MOJIOCTEN CPEeIHETOo yXa U aJieKBaTHOM (PYHKIIUU CIIyXOBOU TpyObl
[220; 221].

B nurteparype Takke XOpOILIO ONMMCAaHbl M HECKOJIBKO INPUYMH MEHBIIEH, YEM
OXHJ1aeMasi, YaCTOThI TOPAKEHUSI BHYTPEHHETO yXa Ha (pOHE MPUMEHEHUS BBICOKUX /103
AMUHOTJIMKO3H/]IOB.

Bo-niepBbIX, TOKCHYECKOE JIeWCTBHE HA BOJOCKOBBIE KIIETKH KOPPEIHMPYET CO
CKOPOCTBIO  JICTOKCHKAI[MM  KCEHOOMOTHUKOB, KOTOpasi  SBISETCS  T€HETUYECKU

JNETEPMUHUPOBAHHON M omnpenensiercs noauMmoppuzmom reHa NAT2. To ectb uem
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MEJICHHEE MPOUCXOIUT METaboIM3M aHTUOMOTHKA, TEM BBIIIE €ro KOHIEHTPAIUU U
BpeMsi peObIBaHMS B KUJIKOCTHBIX Cpe/laX BHYTPEHHETOo yxa [222].

Bo-BTOpBIX, HEKOTOpPBHIE AHTUOKCHUJAHTHI CHUYKAIOT OTOTOKCHYECKOE JICHCTBUE
aMUHOIJIMKO3UIOB. B 4YacTHOCTH, K HUM OTHOCUTCS N-aleTWIIHUCTEUH, KOTOPBIN
nojyyaeT OOibIIOE YHCIO NalueHtoB ¢ MB B pamkax mnaroreHeTHYeckol u
CUMIITOMaTUYECKON MYKOJIUTHUECKOU Tepanuu [223; 224]. B cBsI3U C 3TUM CYIIECTBYIOT
pEKOMEHJauM  Ha3zHayarb  N-alleTWINUCTEHH C  KOXJICONPOTEKTUBHOW  LIEJIBIO
OJTHOBPEMEHHO C Teparueu napeHTepaTbHBIMU AMUHOTIIMKO3HIAMH.

B-TpeTbux, OTHOCHUTENBHO HEJABHO ONYOJMKOBAHBI PE3YJbTaThbl, KOTOPHIE
MOKa3alid eIie OHY BaXKHYI0 OCOOEHHOCTh BO B3aWMOJICHCTBHH BOJIOCKOBBIX KIIETOK
HEHUPOIMUTENUS YIUTKH C aMUHOTIKO3HMJIAMHU, KOTOPYIO aBTOPHI OOO3HAYMIIMA Kak
«(peHOMeH aKTHBAIlUU CaMO3alUThl TeHTaMUIIMHOMY. CyTh 3TOro (peHOMEeHa CBOAUTCS K
TOMY, YTO MpPHU MPEIBAPUTEIHHOM BBEACHUUM MOPCKUM CBHHKaM HEOOJIBIIUX 103
reHTamuiiHa (10 Mr/kr/cyT), mocieayroliee BBefeHre Tokcuueckux 103 (160 mMr/kr/cyT)
HE BBI3BIBACT MOP(OJOTMUECKUX  HU3MEHEHUHM  KOpTHEBa  oOpraHa, OOBIYHO
BOCIPOU3BOIUMBIX 3TOU 10301 y TEX K€ )KUBOTHBIX [225; 226].

Onucanubll (PeHOMEH HAOMHUHAET Pa3BUTHE PE3UCTCHTHOCTH OakTepuil npu
BBEJICHUNU CYOTEpareBTUYECKUX JI03 AaHTHOMOTHUKOB. BeposiTHO, ompeneneHHyro
«IEeCCHCUOMIIM3UPYIONTYIO» POJb 37€Ch MOXET UIpaTh WHTAISAIMOHHAS TEparms
AMUHOTJIMKO3UJIAMU C HU3KOM CHCTEMHON OHOJOCTYMHOCTBHIO, KOTOPYHO TMOJy4aroT
MHOTUE nanueHTsl ¢ MB kK MOMEHTY Havyana BHYTPUBEHHOW Tepanuu. OJHAKO TaHHBIMI
BOIIPOC TPeOyeT AadbHEUIIIero U3y4eHHUs.

W B-yeTBepTHIX, B HACTOSAIIEE BPEMsI U3BECTHO, YTO CYIIECTBYET HACJIEACTBEHHAS
npeapacnoiokeHHocTh K pasButuro CHT. M30uparenbHOCTh KOXJICOTOKCHYHOCTH
AMUHOTJIMKO3UJIOB (TYroyXOCTh pPa3BUBACTCS JIUIIb Y YaCTH JIIOACH, IMOTyYaroIIuX
CpaBHUMBIE J03bl OJHOTO M TOTO K€ Mpemapara) U cepus HAOTIONCHHN CceMeHHOM
TYTOYXOCTH, PUOOPETEHHOMN MOCJe MPUMEHEHUS ATUX MPENapaToB, MPUBEIN K TOUCKY
T€HETUYECKUX JACTEPMUHAHT [227; 228].

AHann3 MUTOXOHAPUATBHBIX pOOCOM MOKa3al, 4to noaumoppusm A1555G B 128

pPHK accouunpoBan ¢ AI'-uHIyIMpOBaHHOM NOTEpEN ciyXa. bblUlM BBISBICHBI APYTUE
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mutoxoHapuainbable myTanuu 12S pPHK — C1494T u T1095C, xotophie CBSI3aHBI C
HECUHAPOMAJIIBHOM W €  MEIMKAMEHTO3HOM  MOTEpPEed  CiyXa, BBbI3BAHHOM
aMHUHOTJIMKO3uAaMu [ 1].

ITo nanubiM Bitner-Glindzicz ¢ coaBtopamm, yactota mytauuu Al1555G cpenu
eBponeouoB coctasiseT 0,19% [229].

HeoOxoqumo 3HaTh, YTO HACJIEJOBAHHUE STOTO MPHU3HAKA MPOUCXOJUT JIUIIL IO
MaTE€pPUHCKON JIMHUU (TOJIBKO OT MaTepu JAETsIM OOOUX IIOJIOB), T.K. T€H SIBISETCS
MUTOXOHJpHAIBHBIM, a He sAepHbIM. B 2023 roay rpymma aBropos u3 CILIA npemtoxuna
UCIIOJIb30BAHUE CKPUHUHTOBOM TMaHENM TE€HETUYECKON JIMarHOCTUKA C TMOMOIIbIO
udposoit 1P nis BeisiBnenus mytamuit A1555G u C1494T nepen crapTom Teparuu.
B xone anpo6aruu Ha 154 manuenTax ObUTO BBISBICHO 2 HOcUTes myTaruu A1555G u
HH ojiHOTO — C1494T [22].

Crnengyer OTMETUTh, YTO JOKA3aHHBIM SIBIIETCS OTCYTCTBHE OTOTOKCUYHOCTH Y
WHTAJSIIUOHHBIX  (DOPM  aMUHOTJIMKO3UHBIX aHTUOMOTHKOB (dalie, TOOpaMHUIIMH),
KOTOpBIE MIUPOKO HCHONb3yroTcs npu MB [5]. HckmtoueHueM SIBISIETCS ONMMCAHHE
€IMHCTBEHHOTO KIIMHMYECKOTO CITy4asi OTOTOKCHYHOCTH WHTISIIMOHHOTO TOOpaMHUITMHA
y naniuenta ¢ MB u nodyeunoit HegoctarouHocThio [230].

Tem He MeHee, HECMOTPsI Ha BCE BBILIE CKa3aHHOE, 1eTH ¢ MB COCTaBIIAIOT rpyIiLy
pUCKa MO Pa3BUTHIO TYroyxocTu. B CBSI3M ¢ 3TUM B aKTyaJbHbIX KIMHUYECKUX
pPEKOMEHJALMUSIX 10  MYKOBUCUMIO3Y  3aKpEIJIEH  ONpPENEJCHHBIM  MPOTOKOI
CYPAOJIOTUYECKOTO CONMPOBOXKICHUS ITUX MALMEHTOB, 3 UMEHHO: TOHAJbHAs MOPOToBast
ayIMOMEeTpHUs JOJKHA BBITIOJIHATHCS: a) NPU CYObEKTUBHOM CHIKEHUU CllyXa W/WIU
NOSIBJICHUH YUIHOTO IIyma; 0) 0 ¥ Mociie Kypca Tepanui aMUHOIIIMKO3UIAaMU; B) MIPU
yke BoisiBieHHOM CHT He pexe 1 pa3a B ron. J{ns nereit miaaue 4-7 et (B 3aBUCUMOCTH
OT CHOCOOHOCTH K KOOIEpaluu BO BpeMsl CYOBEKTHBHOIO WCCIEAOBAaHUS CIyXa)
aNbTEPHATUBHBIMU OOBEKTHUBHBIMU METOJAMH SIBISIFOTCSL PETUCTpAIlsl BBI3BAHHOUN
OTOAKyCTHYECKOW SMHUCCUU W/ MM PEruCTPalys KOPOTKOJATEHTHBIX  CIYXOBBIX
BBI3BaHHBIX MOTEHIMAIOB, ASSR-TecT [2].

B nmocrynmHOM nuTeparype HMMEKTCA KpauWHE IPOTUBOPEUMBBIE JAHHBIE I10

SIUJIEMUOJIOTUM HapyILIEHU cityxa npu MB.



74
B Ta6JII/II_IC 5 NpeACTaBIICHBI UCCIICAOBAHM, KaK CBUACTCIbCTBYIOIINUE O PA3BUTUHN

CHT na done nmpuMeHEeHHUs aMUHOTJIMKO3UI0B Ipy MB, Tak U IPOTUBOMOJIOKHBIC UM.

Tabnuma 5 — Ananu3 uccnenoBanuii, onennBaroniux puck pasputus CHT Ha dhone
CHUCTEMHOTI'0 IPUMEHEHHSI aMUHOITIMKO3U10B ITpu MB

Pa3zButne amunoriukosuanoii CHT

ABTOpBI, IO Bbi0opka Metoabl PesyabTarbl
HCCJIeOBAHUSA CJIyXa
McRorie et al., 1989 [231] n=22 TIIA, BHA CHT B BU-nuamna3one y
(metn/B3pocibie) qun g0 20 ger, CHT Ha

BCEM JIMAaIla30He YacToT y
nai crapiie 20 et
Al-Malky et al., 2011 [232] n=45 (netn) TIIA, BUA, ITNOAD OTOTOKCHYHOCTB Yy 21%

Al-Malky et al., 2015 [233] n=70 (netn) TIIA, BUA, [TMOAD 24% CHT TtomnbKo
B BU-nuanasone
Geyer et al., 2015 [234] n=75 TIIA, BUA, [TMOAD Bricokast
(meTu/B3pocIbie) pacrpocTpaneHHocTs BU-

CHT, ocobenno
y HaIMEHTOB,
nonyuyuBmux >10 Kypcos

A’
Zettner, Gleser, 2018 [235] n=165 TIIA, BHA CHT nponopunoHaibsHO
(B3pocbie) quciay Kypco Al

OTcyTrcTBHe (MMHMMAJIBHBINA PUCK) pa3BUTHA aMUHOIIMKO3uaAHoi CHT

ABTOpBI, IO Bri0opka MeToabl HCCI€A0BA- Pe3yabTarnl
HHUS CJIyXa
Pedersen et al., 1987 [236] n=46 TITA MuHHMMaIbHBIC U3MCHEHUS
(metn/B3pocCIbIe) Y PEIKHX MalMeHTOB
Mulheran et al., 2001 [237] n=70 TITA, BUA Puck ortorokcnunoctu <2%
(eTu/B3pocibie)
Mulheran et al., 2006 [238] n=168 TITA, BUA OrcyTcTBUE
(meTu/B3pocIbie) KyMYJISTHBHON
KOXJICOTOKCHYHOCTH
Scheenstra et al., 2010 n=19 TIIA OtcyrcTBHE
[239] OTOTOKCUYHOCTH
Martins et al., 2010 [240] n=120 (netn) Omnpocnuk, TIIA, Pacnpocrpanennocts CHT
I[TNOAD 4-11%, onHAKO OTCYTCTBYET
KOpPEISIus C IpUMeHe-
Huem Al
Solmaz, 2016 [241] n=32 (netn) TIIA MuHuMabHbIE U3MEHEHUS

y 12,5% (popmainbHo ciryx
oCTaBalics B MIpeenax
HOPMBI)

TIIA — TonanpHas moporoas aynuomeTpusi, BHA — BeicOkodacTOTHas ayTuoMeTpusi (B pacIIupPeHHOM
nuanasone yactot >8000 '), [IMOAD — peructpaiusi 0T0aKyCTHUECKOW SMUCCHUU HA YaCTOTE
nponykra uckaxkenusi; CHT — ceHcoHeBpaibHast TYroyxocTb, A" — aMUHOTIIMKO3HU/IbI
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[IpumMedarenbHO, 4YTO B TMOJOBUHE HCCIEAOBAHUM, CBUIETEIbCTBYIOIIUX 00
OTCYTCTBMM  WJIM  MHUHUMQJIBHOM  CTENEHM  OTOTOKCHYHOCTH  CHCTEMHBIX
AMUHOIJIMKO3HJIOB, B KAYECTBE OCHOBHOTO MHCTPYMEHTA MCIIOJIb30BAJIaCh CTaHIapTHAs
TOHaJIbHAsI MOPOTOBasi ayAHMOMETpHs, B TO BpeMsl KaK BO BceX padoTax, BBISIBUBIIHUX
amuHoruko3uanyro CHT, Obuia mpuMeHeHa BBICOKOYACTOTHAsl ayaHMOMETpUs B
nuarnaszone yactoT 6omee 8000 ' (8-16 wiu 8-20 kI'1y). D10 emie pa3 CBUACTENBCTBYET,
YTO JUISI JAHHOTO BHUJA TYTOYXOCTH XapaKTEpHO MOpa)XKEHUE IMPEUMYIIECTBEHHO Ha
4acToTaxX BBIIIE PEYEBOTO CHEKTpa M 3TO JelaeT ee B OOJBIIMHCTBE CIy4yacB
CyOKJIMHUYECKOW M OrpaHWYEHHO COLMAIbHO 3HauMMou. IlocimegHee coBmagaer ¢
COBpPEMEHHBIMU  TPEACTABICHUSIMHM O  HauOONbLIEH  YA3BUMOCTU  Tepen
aAMUHOIJIMKO3UIaMU 0a3ajIbHOTO 3aBUTKA YIUTKH, BEPOSITHO B CHIIy OoJsblero oobema
SHAOIMM(BI, B KOTOPYIO IPOHUKAET npenapar [1].

Kpome toro, mnoarBepknaercs (aKT «HAKOMUTEIHHOIO» OTOTOKCHYECKOTO
addekra, Koraa CTeneHb CHIKEHUS CITyXa IMPOMOPIMOHANIbHA YUCTY KYpCOB/CyMMapHOM
no3e npemnapara [234; 235].

B 510l CBSI3M ¢ IMArHOCTUYECKOW LEIBI0 PSIAOM aBTOPOB BAXKHBIM CUHUTACTCS
BKJIIOYECHHE B  alTOPUTM  0OCienoBaHMs TaluMeHToB ¢ MB  akycTtuueckoi
MMIEIAHCOMETPUM U PETUCTPAlMU  3aJ€PKAHHOM BBI3BAHHOM OTOAKYTCHYECKOU
AMHUCCHUH, KOTOpasi UMEET TEHJAEHLHUI0 K YTHETEHHIO0, OCOOCHHO y JeTel Naxe eIe 110
MOSIBIICHUS KJIIMHUYECKUX NPOSBIICHUI HApYIIEHUs CIIyX0BOM (yHKIUU [242].

Cnegyer eme TIOMHHATh O CYLIECTBOBAaHMHM HE  aCCOLMUPOBAHHOM C
OTOTOKCUYHOCTBIO T€HETUYECKH JIETEPMUHUPOBAHHOW, T.H. HECHHJPOMAJIbHON
BpoxkaeHHOoM nBycroponHerd CHT pa3nuuHoil creneHu, CBI3aHHOM C maTojoruel Oenka
KOHHEKCHH 26, KOTOpasi B CBOIO odepenb oOyciioBieHa myTtauued B reHe GJB2 Ha
JIMHHOM 1uiede 13 xpomocomel [243].

Byayun Takum e HacieICTBEHHBIM 3a00J€BaHHEM C ayTOCOMHO-PELECCUBHBIM
TUIIOM HacjenoBaHus, kak MB, MOXHO AOMYyCTUTh HE3aBUCHUMOE HMX COBMECTHOE
CYILIECTBOBAHME Y OJHOTO yesioBeKa. OIHAKO JI0 CUX NIOP OCTAETCS HESICHBIM, HACKOJIBKO
[IPUMEHEHUE AMHUHOIIIMKO3UOB MOXKET MPUBOAUTH K IPOrPECCHMU HECHHIPOMAIBHON

BpoxkeHHoM nByctoponHeit CHT.
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TakuM 00pa3oM, 0030p HOCTYMHBIX OTEUECTBEHHBIX U 3apyOeKHBIX UCTOUHHKOB
JUTEPATYphl, TOCBAIICHHBIX Tmopaxkenuto JIOP-opranoB y gereii ¢ MB,
IPOJEMOHCTPUPOBAN OOJBIIOE YHUCIO HEPEUIEHHBIX BOIMPOCOB U MPOTHBOPEUUH.
Hedunut xe HaydHBIX H3BICKAHUM Ha 3Ty TeMy B P®d, a Taxke OTIMYHUTEIbHBIC
OCOOCHHOCTH TEHETHYECKUX XapaKTEPUCTUK POCCUUCKON KoropTsl OombHbIX ¢ MB
JTUKTYIOT HEOOXOAMMOCTh MPOBEAEHUS 1ENIOT0 psijia PyHAAMEHTAIbHBIX U TPUKIATHBIX

UCCIIENOBAaHUMN.



TJIABA 2. JU3AWH, MATEPHUAJIBI U METO/IbI UCCJEIOBAHUA

2.1. O0masi XapaKTepUCTHKA HCCIeI0BAHUS

UccnenoBanue HOCHJIO XapaxkTep KOMOWHHUPOBAHHOTO/MHOTO3TAITHOTO
IKCIIEPUMEHTAIBLHO-00CEPBALIIOHHOTO PETPOCHEKTUBHO-IIPOCIIEKTUBHOTO
(IByHaAmnpaBJICHHOTO) M BKJIIOYAJIO Ha KaXKJIOM 3Tare OT/AENbHbIE BHIOOPKU (YACTUYHO
NIEPECEKAOIINECS). Hekotopsie JTarbl COOTBETCTBOBAJIN OIHCATEIbHBIM
MCCJIEI0BAHUSAM, HEKOTOPBIE — CPABHUTEIIbHBIM.

OcHoBHOW KiInHHYECKOW Oaszor wucciaenoBanust Owblt DPI'BY «HarmmonanpHBIH
MEIULMHCKUM HCCIEeN0BaTENbCKU LEHTp oTopuHosapuHronorun» PMBA Poccun
(mupexTop — uneH-koppecnonaeHT PAH H.A. [aiixec). B xupyprudeckyro rpymmy,
NIOMHMO MAaIlMEHTOB, ONEPUPOBAHHBIX B OTIEJIECHUU JETCKOM OTOPHHOIAPUHIOJIOTHUHU
®I'bY HMULIO ®MFBA Poccuu, Oblid BKIIOUEHBI 24 ONEpaTUBHBIX BMEIIATENIHCTBA,
BBITIOJIHEHHbIE HAMHU Ha 0a3e OTOJapUHIOJOrhyYeckoro otaeneHus «HayduHoro nentpa
3nopoBbs Aetei» (HpiHe OI'AY «HMMULI 3nopoBes aeteit» Munzapasa Poccun) ¢ 2006
o 2014 rr.

Pab6ora npoBenena B TecHoMm coTpyaHudectBe ¢ GI'BY «Meauko-reHeTH4ecKuii
Hay4yHbIU 11eHTp uMmeHu akajnemuka H.IT. BoukoBa» (mupexrtop — akanemuk PAH C.H.
Kyues) wu Lenrpom (otnmenenwem) wmykoBuciuaoza [BY3 MO  «Hayuno-
MCCIIE0OBATENbCKUM KIIMHUYECKUM NHCTUTYT AeTCTBA MUHUCTEPCTBA 34paBOOXPaHEHNUS
MockoBckoit obmactu» (mupexkrop — mpodeccop H.JI. OmunaeBa, 3aMeCTHTENb
JUpeKTopa mo HaydyHol pabote, pykoBonutenb HKO wmykoBucummoza «MI'HL» —
npodeccop E.N. Kounparbena).

OO6mwmit cpok paboOThI, BKJIIOYAS PETPOCHEKTUBHBIA aHAIU3 U MPOCHEKTUBHYIO
4acTh, oxBatuil nepuoj ¢ 2006 mo 2024 rr.

Tema muccepTallMOHHOIO MCCIEAOBaHUS Obla YTBEp)KJIE€HAa YUYEHBIM COBETOM
OI'bY HMUIIO ®MBA Poccun 02 mapra 2020 .

B xone paboThl ObUIN UCTIOIB30BAHBI:
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® METOHbl OHJIATH-aHKETUPOBAHHUS MEUIIMHCKHUX pabOTHUKOB u
NAlMEHTOB/3aKOHHBIX MPEACTABUTENECH MallMeHTOB C TOMOUIbI0 HMHCTPYMEHTA ISt
co3nanus (HopM U OMPOCOB ¥ aHaNM3a ux pe3yasraroB Google Form ¢ ¢popmupoBanuem
0a3bl JaHHBIX OTBETOB (OMPOCHUKHU pacnpocTpaHsiuch B hopme QR-koga-cebliku cpenu
npencraBuTenied  pervoHalbHbIX — LleHTpoB/oTaeneHuit  MyKOBHCIMAO3a  aJIpPECHO
MOCPEACTBOM 3JIEKTPOHHOM MOYTHI U HA MPO(UIBHBIX HAyyHBIX opymax B 2022-2023
IT., a TAKXKE CPEAU MAIMEHTCKOro cooliiecTBa 00yibHBIX MB 4epe3 cooTBeTCTBYyIONINE
bnarorBoputensHbie GOHIBI U perHOHANBHBIC L[eHTphI/OTHCIeHN S );

® KJIMHUYECKOE  O00C/IeOBaHWE  TOCHUTAJIU3UPOBAHHBIX  MAIMEHTOB  C
00s13aTeIbHBIM BBIMOIHEHUEM YHAO0CKOIIUHU MOJIOCTU HOCA, HOCOTIOTKHU;

® pe3ynbraThl KOMIIBIOTEPHOM TOMOrpauu  TOJOBBI  (30HBI  MHTEpeca:
OKOJIOHOCOBBIE TIa3yXHW, BHUCOYHBIC KOCTH, CMEXKHBIC aHATOMHYECKHE O0JIacTH),
BbINoJIHeHHBIE Kak B PI'BY HMUILIO ®MFBA Poccun, Tak u B ctoponnux JIITY; ananus
pe3ynbraroB KT mpoBOIUIICS COBMECTHO € CEpTUPUIIMPOBAHHBIMU BpadyaMH JIy4eBON
JIMAarHOCTUKHU;

® pe3ylbTaTbl  MHUKPOOMOJIOTMYECKUX  HUCCIEAOBaHWN  (aHAMHECTUYECKHUE
pEe3yNbTAThI, 10 TaHHBIM MIPEAOCTABICHHON NAlMEHTAMU MEIUIIMHCKON TOKYMEHTAIIUH,
WCCJICIOBAHUS  WHTPAOIMEPAllMOHHOTO  OMOJIOTUYECKOTO  Marepuaia Ha  0Oase
ayTCOPCUHIOBBIX cepTuduimpoBaHHbeix Jadboparopuii OO0 «JIHKOM» u OOO
«KnuHHKa HOBBIX METUIIMHCKUX TEXHOJIOTUN ApXUMEN»);

® METO/ABl AyAUOJIOTUYECKON JTUArHOCTUKHU (aKycTHUYeCKas HMIIEAaHCOMETPHS
(TUMIIaHOMETpUSA, PErucTpalMs aKyCTHYECKOro peduiekca CTPEMEHHON MBIIIIIbI),
TOHAJbHAs TOPOroBasi ayAUOMETPHUSA, PETUCTpAlUsl 3aJepPKAaHHOMW  BBI3BAHHOM
OTOAKyCTUUYECKOUM 3MUCCUH), BCE UCCIIEIOBAHUS MPOBEJECHBI B OTACICHUU CypJ0JIOTHU U
cinyxopedeBoit peadbunutanuun GI'bBY HMUIIO ®MBA Poccuu;

e maromMop(oJorHuecKue METOAbl MPUKU3ZHEHHON OILICHKU ONEeparioOHHOIO
MaTepuasa, BHIITOIHEHBI B OTAEIECHUH MAaTOJIOTHYECKONM aHATOMUY OPTaHOB T'OJIOBHI U IIEU
OI'bY HMUILIO ®MFBA Poccuu u otaenenuu narojorundeckoid anatomuu ['Kb Ne29 pm.

H.O. baymana /lenaprameHnTa 31paBooxpaneHusi . MOCKBBI;
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® MOJIEKYJISIPHO-TEHETUYECKHUE HCCIIEeOBaHMs, BBINONHEHbI Ha Oaze PI'BY
«MennKo-rTeHeTHYECKU M HayYHbIA [EHTp nMeHU akaaemuka H.IT. boukoBay;

e crarhcTHYecKas o0paboTKa JTaHHBIX.

Jletn, TOCTyIaBIIME HA XHUPYPrUYECKOE JIEYEHHWE B OTIEICHHE JIETCKOU
oropuHosapunroiiorun ®I'bY HMUIIO ®MBA Poccum, Ha JOrOCHUTAIBHOM 3Tare
00CJIEIOBAINCh B COOTBETCTBUU CO CTaHAAPTHBIM MPOTOKOJIOM, YTBEPKIAEHHBIM B
[lentpe Ha ocHoBanuu pemiaMeHtupyommx CanlluHoB u  Merommyeckux
pexkomennanuii. IloMMMO cTaHAAPTHOTO MPEAONEPAMOHHOTO OOCJIEIOBaHUS BCEM
nanpeHTaM  BeimonHsmack KT opranoB  IpygHOM  KIETKM € YYETOM
CKOMIIPOMETUPOBAHHOCTH  OpOHXOJIETOYHOM  CHCTEMbl B  paMKaX  OCHOBHOTO

TEHETUYECKOTO 3a00/I€BaHHU.

2.2. JIn3aiiH U XapaKTePUCTHKH 3TANOB MCCJIeJ0BAHUA
Y4uThIBas MHOTO3TAITHOCTh U Pa3HOHANPABICHHOCTh UCCIIEIOBAHMS, TOAPOOHBIE
XapaKTEPUCTUKU TPyHI UM HEKOTOPBIX METOJOB IPENCTABIECHBI B COOTBETCTBYIOIIMX

raBax. OCHOBHBIC aCIIEKThI JIN3aiiHa OTJEIbHBIX ATAIlOB OTpPa’KCHBI B Ta6J'II/IIl€ 6.

Tabnuma 6 — XapakTepucTuka 3TaroB UCCISIOBAHUS

Jran JAn3aiin MeToabl I'pynnbl/o0bem BbIOOPKH (N)
ONHUAEeMHOTIOTUS [IpocnekTus- DNEeKTPOHHOE Ponurenu/3akoHHbIC
MOpaKEHUSI HOE AHKETUPOBaHUE MIPEJICTaBUTENH MallUEHTOB,
JIOP-opraHoB y AeTei | NONEpeYHoe n=503
Ha ¢pone MB OMHCaTeIbHOE
Perpocnexk- AHanus Jeru, BKIIIOUEHHBIE B Peructpsr:
THUBHOE Peructpos n=2361 (2019 1)
CIUJIOIITHOE MAIUEHTOB n=2735 (2020 .)
MOIEPEYHOE ¢ MB B PO. n=2880 (2021 )
Onucarens- (2019, 2020, n=2802 (2022 r.)
HOE 2021, 2022, n=2785 (2023 r.)
2023 rospr) Paznenenue Ha BO3pacTHBIE TPYIIIBI

B COOTBECTBUH C NIEPUOAU3ALMEHN
JETCKOI0 BO3pacTa

Cocrosnue oropuHo- | Ilpocnexrus- OnektponHoe |58 LleHTpoB/oTAEICHNI MYKOBUCIINI032
JTAPUHTOJIOTMYECKOM HOE AHKETUPOBAHUE u3 45 pernonos PO

nomMouu aetsam ¢ MB MONEPEYHOE

B PO OMMCaTesIbHOE

Bsaumocsszp XPC Perpocniek- | Ananus Perucrpa I rpynna (n=2014) — Bce netw,

C IpYruMHU THUBHOE nanueHToB ¢ MB | BkitoueHHbIe B Peructp, moarpymnisi:
nposiBneHusiMu MB MOTIepEeYHOe B PO. Ia — 6e3 XPC; 16 —

y AeTen 2021 rox ¢ XPC.
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CIUJIOIITHOE II rpynia (n=1239) — Tonpko netu
CpaBHUTE- ¢ XPC, noarpynisi:
JIbHOE IIa —XPC cHIT; 116 — XPC 6e3 HII.
III rpynna (n=1239) — netn
¢ XPC, noarpynmsr:
[Ila — onepupoBaHHbIE;
116 — HeonepupoBaHHBIE.
Kaxxgas rpynna/moarpymia paszieieHa
o Bo3pacty — ot 0 110 6 jer,
or7m010neruor 1l no 17 ner
JlydeBas ceMnoTnka Perpocnexk- MHororpaHHbIi baza KT — 570 uccnenoBanuii;
XPC na pone MB THUBHOE ananu3 KT OHII JUISL aHAJIA3a ITyTEM MPOCTOU
y nereit MorepevyHoe paHIoOMHU3aluu 0OTOOPAHO
OIMCATEJILHOE 190 uccnenoBanuit
Mukpob6uonornueckas | JIBynanpas- | MukpoOuosoru- n=124
xapakrepuctrka XPC JIEHHOE YECKUU
Ha ¢one MB y nerei MOTIEPEYHO-
B CPaBHCHHUH POJIOJILHOE
C IpYTUMH JIOKyCaMHU Onucarens-
pecnupaTopHOro HOE
TpakTa
XUpyprugeckoe JBynampas- | Karamuectuue- | Otam I (2006-2018): DHmockonuueckas
JeyeHue JICHHOE CKO€ HAOJIOIeHNEe |  TOJMCHUHYCOTOMUS MO CTaHJapTHOM
CpaBHuTeNb- metonuke Stammberger (n=64
HOE onepanun/43 manuenTa);
Oran 11 (2018-2023): Dupockonuyeckas
MOJIUCUHYCOTOMHUSI
¢ MOIU(UIIPOBAHHON
SHIOCKOIINYECKON MeIUaIbHON
MaKCUJUIIKTOMHUEH C ITOJHBIM
yAaJIEHUEM CIIM3UCTOI 000I0UKU
BEPXHEUEIIOCTHON Na3yXH
10 COOCTBEHHOM METOIUKE
(n=161 onepanwmsi/143 nanuenTa)
[Tatomopdomornuec- Perpocnek- [TaTorucroo- OcnosHas rpymnmna (MB-XPC) (n=97)
KO€ HCCIIEI0OBaHUE THUBHOE TUYECKUI KontponwsHas rpyrmrma
CITM3UCTON 000JIOUKH MOTIEPEYHOE (XPC 6e3 MB) (n=29)
OHIT CpaBHHU-
TEIbHOE
Ouenka Perpocnek- Onenka I rpynma (ELX/TEZ/IVA) — nerw,
s dexTuBHOCTH THUBHOE nuHamuku KT MOJTYYaIOIINE KTPOUHYIO» TAPTETHYIO
tepanuu CFTR- MPOJOJILHOE OHII, Tepanuio (dnekcakadrop+resakadrop+
MOYJISITOPAMH KOHTPOJIH- nmokasaresei uBakadtop) (n=15);
pyemoe MIOTOBOH MPOOHI, II rpynima (IVA/LUM) — netn,
CpaBHHU- OB/] MOTYYaIOUIUE «IBONHYI0» TAPTE€THYIO
TEIbHOE Tepanuto (nBakadrop+iymakadrop)

(n=10);
I rpynmna (KoHTposb)— KOHTpOIbHAS
rpyIna aeTei, He MOoTy4Yaronux
tepanuto CFTR-monynaropamu (n=11).
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O1eHKa COCTOSTHUS [TpocnekTus- TonanpHas Hetu ¢ MB (n=136)
cinyxa y nerer ¢ MB HOE IoIepey- [IOpOoroBas
HOE ayIroOMeTpHUsI
OnucarTeNbHOE | AKYyCTHYECKast
UMITIEaHCOMET-
pust
Perucrpanus
3BOAD
DJIEKTPOHHOE Ponurenu/3akoHHBIE TIPEICTABUTEIN
AHKETUPOBaHUE narueHToB (n=503)
Ananuz KT n=184 (368 BHCOYHBIX KOCTEH)
BHCOYHBIX KOCTEMN
Ornenka [IpocnexktuB- | MomnekynsapHo- OcnoBnas rpynmna (MB) (n=215);
(dbapMakoreHETHUECKHIX HOE reaernueckuii | KoHTponbHas rpymma (310poBbIe IETH,
dakropos pucka CHT | momepednoe JeTH ¢ OpoHXHaNbHOU acTMO¥) (n=209)
CpaBHHU-
TEIHHOE

2.3. Kpurepuu BKJIOYEHUS, MCKJIKYEHUS U HEBKJIKYEHUS B KIIMHUYECKHE ITANbI
HCCJIeJ0OBAHNS

BxroueHne marnieHToB B OCHOBHBIE TPYINIBI HA KIMHUYECKUX 3Tarax paboThI
(oieHka  3(PGEKTUBHOCTH  XUPYPTHUUYECKOTO  JICUCHHS,  MHUKPOOHOJOTUYECKAs
xapakrepuctuka MB-XPC, ouenka sddexruBHoctu Tepanuu CFTR-momynaropamu,
OIlCHKa COCTOsSIHMS ciyxa U (dapmakoreHeTnueckux ¢aktopoB pucka CHT)
OCYILIECTBIISJIOCh B COOTBETCTBUU C MPUBEICHHBIMU HUKE OCHOBHBIMU KPUTEPUSIMHU.

Kpumepuu exniouenus:

1. JlmarHo3 «MyKOBHCIMAO3 (KUCTO3HBIA (uOpo3)», Bepu(UUHUPOBAHHBIM Ha
OCHOBaHHH JIMATHOCTUYECKUX KPUTEPUEB, YTBEPKICHHBIX EBponeiCKUMU CTaH1apTaMu
Y KIIMHUYECKUM PEKOMEHIAIHAM (TTOJIOKUTEIbHBIN PE3yabTaT MOTOBOTO TECTA U/UITH JBE
MyTalyMu  IeHa CFTR, BhI3BIBarOe  MB, a  TakXk€  HEOHATaJIbHAsA
TUNIEPTPUNICUHOTCHEMUS WIIA XapaKTE€PHbIE KIIMHUYECKUE MPOSIBIICHUS ).

2. Bozpact or 0 mo 18 ner Ha MOMEHT BKJIIOYEHUS B HCCIEIOBAHUE
(B T.4. TOCIIUTAIM3ALINHN).

3. Hamuuue manapix 00 000ux maroreHHbIX BapuanTax rena CFTR.
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4. Tlognucanue WHGOPMUPOBAHHOTO AOOPOBOJIBHOTO COINIACHS HA YYacTHE B
MCCJIEIOBAHUM TAIMEHTOM (TOCie JOCTHXKeHHsSI 15 JeT) Wi OgHUM U3
pPOAUTENEH/ONEeKYHOB/3aKOHHBIX TMPEICTAaBUTENEH (10 AOCTHXKEHHsI BO3pacTa
nanueHTa 15 net) (1 MpoCIeKTUBHOM YacTH UCCIICIOBAHMS).

Kpumepuu uckniouenus:

1. Ortka3 NanueHTa WIH €ro  poAMTENCH/ONneKyHOB/OPUIIMATBEHBIX
IpeCTaBUTENeH OT MPOJOJDKEHUS YYaCTHUsI B UCCIIEIOBAHUU TIOCJE BKIIOYEHUS] B HErO
(111 IPOCHEKTUBHOM YaCTH UCCIIEA0BAHHUS).

2. OmpoBepxkeHHE AUArHo3a «MYKOBHUCIUI03 (KUCTO3HBIM (puOpo3)» Ha JIH0OOM

ATare UCCIEeI0BaHU.

3. CMepThb maiMeHTa B TEUeHHE CpOKa KaTaMHE3a.

Kpumepuu nesxnrouenusi:

1. OrcyrcTBUE BepU(DUIIMPOBAHHOTO JMATHO3a «MYKOBHUCIHI03 (KHUCTO3HBIN
GbubpO3)» WM HATMYKE KJIMHUYECKOTO IMarHo3a ¢ HEyCTaHOBIIEHHBIMU MyTallUsIMU FeHa
CFTR.

2. Bospacr crapuie 18 ner.

3. Orkas3 ManyueHTa WIIN €ro poauTeneit/oneKyHoB/opuIuaIbHbIX
MPEACTABUTENEH OT BKIIIOUEHUS] B UCCIIEIOBAHKE (M1 MPOCIEKTUBHOM 4acTH
HCCIICIOBAHUS ).

4. Hanuune KOHKYpPHUPYIOIIEH NAaTOJIOTHUA CO CXOXEW KIMHUYECKON KapTHUHOMN
(HampuMep, ONHOMOMEHTHOE HaJMyue MYKOBHCHUIIMI03a W MEPBUYHON HMJIMAPHOU
JIMCKUHE3UN).

5. Jusa ouenku KT-cemuoruku nopaxenus OHII na ¢pone MB: nepenecenHbie
JI0 BBITIOJTHEHUS JIy4€BOTO 00CIIeIOBaHMsI OTIEPAaTUBHbBIE BMEIIATEIHCTBA U/UIIN TepaIUs
CFTR-monynsTopamu.

[Tpuntunel GopMUPOBaHHS KOHTPOJBHBIX TPYMNI M CIENUAIBLHBIE KPUTEPUU B

3aBUCHMOCTH OT 3Talla pa6OTBI IMPHUBEACHBI B COOTBETCTBYIOIIHX IJIaBaX.
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2.4. Kimanyeckue, 1a00paTopHble 1 HHCTPYMEHTAJbHbIE METOAbI HCCJIEI0BAHUSA

2.4.1. Kiiman4eckoe o00cjae10BaHHeE

TpaguuroHHOE KIMHUYECKOe 00Ce0BaHNE BKIIFOUAJIO COOp JKajlo0 M aHaMHe3a,
o0mii (hU3MKAIbHBI OCMOTP U «KJIACCUYECKUN» MHCTpYMEHTaNbHbI ocMoTp JIOP-
opraHoB. B CBs3u ¢ yKa3aHHBIMH HIDKE JUATHOCTUYECKUMH HAXOJKaMU OTAEIHHOE
BHHUMaHME MpU cOOpe aHaMHEe3a U OCMOTpPE YAENSIOCh COCTOSIHUIO CIIE3HOTO armnapara.
Bo Bcex cnyuasx mepemHsisi pUHOCKOIHUS JIOMOJHSIACH YHIOCKOMMMYECKUM OCMOTPOM
MOJIOCTU HOCA, HOCOIVIOTKH IO CTAHJAPTHOMY IMPOTOKOJIY C IMOMOILIBIO PUTHIHOIO
topueBoro (0°) sumockona 2,7 wiu 4 MM win puHodapuHronapuaropudpockomna 2,6 MM
c ¢doro- w/mmum Buaeodukcamuen pesynbratoB. J[s cTaHmapTH3anUU  ONKUCAHUS
ucnosb3oBanch mkana Lund-Kennedy [244], cormacHO KOTOpO# OIEHUBATUCH: HATUYNE
HazajabHOTO Mojumno3a (0 0ayIoB — OTCYTCTBHUE TMOJUIOB, | — MOJIUIBI HE BBIXOIAT 32
npenenbl CPelHEr0 HOCOBOTO XOfa, 2 — pPAacHpOCTPAHSIOTCS 3a MpeNebl CPEeIHEro
HOCOBOTO Xo071a); Hajmuuue otaensiemoro (0 GamioB — OTCYTCTBUE OTAensieMoro, 1 —
KUJKOE TIpo3pavHoe, 2 — T'yCTO€ OKPAIICHHOE); OTeK CIM3UCTONM O0OOJOUKH, HATUYHE
KOpOK 1 cuHexuit (0 6aymoB — oTCyTCcTBHE, | — €IMHUYHBIC, 2 — MHOKECTBCHHBIE).

PacnipocTpaHeHHOCTh HA3aJILHOTO TIOJIUIIO3a TPU €0 HAIWYWHU, 10 JaHHBIM
SHJOCKOMUHU TOJIOCTH HOCA, XapaKTepu30Bajach B COOTBETCTBUU C KiacCHUDUKaIIUEH
Johansson (0 cTemenp — OoTCyTCTBHE MOJUIO3a; | — MOMUIIO3HAS TKaHb HAXOAWUTCS B
npenenax cpeaHero HocoBoro xona; II — pacmpocTpansieTcs 3a mpeneiibl CpeaHero
HOCOBOT'O X0/1a, HO HE 00TypupyeT 0o01mii HocoBoit xox; I11 — monun o6Typupyet oo
HOCOBOM x0m) [245] wnm B moaudukanuu Meltzer et al. (0 crenmenp — OTCyTCTBUE
MOJIUN03a, | — Moaumno3Has TKaHb HAXOAUTCA B MPEAEIaxX CPEAHEro HOCOBOTO Xoaa; II —
MOJIATT OOTYPHUPYET CPEHUI HOCOBOM X0/ M HECKOJBKO MPOIA0UPYET B OOIIHIA HOCOBOM
xon; III — monun Ha 2 oOTypupyeT o0wmwuii HocoBoW Xxon; IV — monumn mojaHOCTbIO

oOTypupyeT 001IHii HOCOBOI x01) [246].
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2.4.2. MukpoOHnoJ0ornyecKue uccae10BaHus

MukpoOHoIoruyecke  HMCCIEAOBaHUS  BBIMNOJIHSUIMCH 124 manueHTtaw,
NOCTYMAOIIMM  Ha  XHPYPrU4eckoe  JIEYEeHHWE B OTHEJNEHUE  JIETCKOM
otopunosiapuaroioruu @I'Y HMUILIO ®MFBA Poccuu.

B ycnoBusx omepamnuoHHOW 3a00p Marepuana MPOU3BOAWICA M3 Tpaxeu H
IJ1aBHOTO OpOHXa BO BpeMsi MHTyOauu (C MOMOIIBI0 CTEPUJIBHOTO aCHHUPAllMOHHOTO
KaTeTepa, BBEACHHOIO B CTEPWIbHYI0 HMHTYOAQIlMOHHYIO TpyOKy), a Takxke
MHTPAOIIEPAallMOHHO U3 MOJIOCTHA HOCA U MTPABOIl U JIEBOM BEPXHEUEIIOCTHBIX Ma3yX Cpasy
MOCJIE MX BCKPBITUS W TMOJYYEHUS THOWHOIO OTAENsAeMOro. YacTu NanueHTOB
BBIIIOJIHSJICS. KaTaMHECTUYECKU KOHTPOJIb MUKpoOuoiormyeckoro craryca BYII mo
PEIOKEHHOMY HAMH CIIOCO0Y, KOTOPBIi MOIPOOHO OMKMCAaH B COOTBETCTBYIOIICH ITIaBe.

3a0paHHbIl MaTepuall JOCTABISUICA B JIaDOpAaTOpUI0 B TEUYEHHE 2 4YacoB C
coOmofeHeM Bcex TpeboBaHMN TpaHCIOPTUPOBKU. IloceBbl  OHOIOrMYECKOTO
Marepuaja MPOU3BOAUIN Ha MUTATENIbHBIE CPEIbl: KPOBIHOU arap ¢ 3% colepxkaHuem
JIOIIAIUHON CBIBOPOTKH, «ILIOKOJAAHBIN» arap ¢ A00aBJICHUEM HUKOTMHAMUAAJICHHUH-
munykieoruna (HAJL) no conepkanust 10 Mkr/mit. 3ateM HHKyOUpPOBAIHM B TEPMOCTATE
npu temmneparype 37°C B Teuenue 24 - 48 4. BunoByto ujaeHTU(UKAIIAIO TPOBOIAIIN HA
macc-cniekrpomerpe MALDI-TOF-MS (Bruker Daltonics, ['epmanust). Unentudukammo
Streptococcus pneumoniae (€clli €ro BBIIEISAIM) NPOBOAWIM Ha OCHOBaHUHU
MOP(OJOTUYECKUX U KYJIbTYpaIbHBIX CBOMCTB, @ TAKXKE C MOMOIIbIO TECTA C ONTOXHUHOM

u peakiuu jarekc-arrmrotTuHaiuu (Slidex Pneumo-Kit, BioMerieux, ®panrus) [247].

2.4.3. Ayanosiornueckoe 00cae10BaHue
Hetasm ¢ MB, rocnutanmusupoBanibiM B ®I'BY HMUIIO ®MFBA Poccun,
MPOBOJIUIIMCH ~ TOHalibHast  moporoBast  aynuomeTpusi  (TIIA),  akycTtuueckas
UMIIEIAHCOMETpUST  (TUMIAHOMETPUSL C  HUHTEpIpeTaluedl  pe3ylbraroB IO
kinaccudukamuu Jerger U perucTpanysi UICH- W KOHTpaldaTepaibHBIX aKyCTHYECKHUX
pedyeKCOB  CTPEMEHHOM  MBIIIIbI), PETUCTpPAIUS  3aJepPKAHHOW  BBI3BAHHOU
oroakyctuueckoir smuccun (3BOAD). [locnennue 2 uccnenoBanus (Kak 0OHEKTUBHBIE

HHCTPYMCHTBI OICHKHW COCTOSAHHSA OpraHa CJ'IyX&) OBLIIM BBITIOJIHEHBI BCEM ImanueHTaM,
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TOHaJIbHASI MOPOTOBAasi AyAMOMETPHUS — TOJIbKO MallMeHTaM, CIIOCOOHBIM K aJIeKBaTHOU
KOOIEepaluu B CUJIy BO3pacTa U YPOBHS MHTEIUIEKTyaJIbHOTO pa3BuTus. Mcmnonbs3zoBancs
aynuometp mmrmenancHeiii Titan ¢ momymem OAD, Interacoustics ([lanus). Kpurepun
peructpanuu («mporen») OAD nis npubopos Interacoustics: 4 u 60see BBISBICHHBIX
nukoB Ha 1000 mpenbsBICHHBIX CTUMYIIOB; cooTHOIIeHUe curHan/mym 5,0 n1b u 6oree;
menee 10% otOpomennsix mporoHoB (rejected). Jms TIIA ucnonmb3oBanics ayauoMeTp
Interacoustics AC40 (ctanaapTHas METOANKA ayIMOMETPUHU B IHAra3oHe 4acToT oT 125

10 8000I'm); mst AU — Interacoustics AT235 [248].

2.4.4. MoJieKkyJISIpHO-TeHeTHYECKOE CCIIeJOBAHUE

J11s1 BBISIBIIEHUST HANOOJIee YaCThIX MyTaIUi, C KOTOPBIMU MOXKET OBITh COMPSIKEHA
HacnencTBeHHas HecuHapomanbHad CHT M T.H. «aMUHOIJIMKO3WAHAs» TYrOyXOCTb —
c.35delG B rene GJB2 (13 xpomocoma, sinepras JIHK) u A1555G B rene 125 rRNA
(mutoxonapuaneHas JIHK) — Obuto mpoBemeHO  MOJICKYISIPHO-TEHETUUYECKOE
UCCIIEJOBAHUE.

Brigenenne renomuor JIHK manueHTOB mpoOBOAWIM W3 JIEMKOLUTOB BEHO3HOM
KPOBH C HCIOJIb30BaHUEeM Habopa peakTuBoB « Wizard Genomic DNA Purification Kity
¢upmbr  «Promega» (CLLIA) B COOTBETCTBUH C pPEKOMEHAALMSIMH IPOU3BOAUTEINS.
Ananmu3 mytaruu c.35delG npoBomunu meronom 1P ¢ mocnemyromedt netexiuend B
12%-om TTAA-rene (AA:BAA — 19:1). UccnenoBanne mytauuu A1555G npoBonunu
merogom III[P ¢ mocnenyromeit pecrpukumen 3HAOHYKIeazon Msp I, pasmeneHue
¢parmenroB JIHK npoBoamiu metomom snextpodopeza B 1,5% araposznom rerne.
OnTuManpHas TeMmIeparypa OTKMra IpHu aMIUTM(UKAIMU OIMpenessach CTPYKTYypou
npaiiMepoB u coctasisiia 60°C, konuyecTBO MUKIOB peakiuu — 32. Temneparypa Ha
CTaIMM TPEABAPUTEILHON JAeHaTypauuu coctaBisiia 94°C B TedueHWE 3 MUHYT, a
Temneparypa npu ¢unanpHoi 3noHrammu — 72°C. VMcnonabs3oBain COOTBETCTBYIOIINE

npaitmepsl (Tabmuna 7) [248].
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Tabnuua 7 — Ipaitmepsl, ncnosib30BaHHBIE I orcka myTanuii ¢.35delG B rene GJB2
u A1555G B rene 125 rRNA [248]

IlaToreHHbie MyTallMU IToc/ien0BaTeIbHOCTD DparMeHT

. F 5 CTTTTCCAGAGCAAACCGCCC
NM_004004.6:c.35delG R 5" TGCTGGTGGAGTGTTTGTTCAC 89

. F 5 GGGTTGGTCAATTTCGTGCC
NC_012920.1:m.1555A>G R 5" GGTTTAGCTCAGAGCGGTCA 807

2.4.5. ITatomopgosornyeckoe uccjae0BaHue

s matoMop(ONIOruueckoro HCCAeNOBaHUS TKAaHU CIH3UCTONH OOOJIIOUKH H
nonunoB OHII Ob11 0TOOpaHbl TOTOBBIE THCTOJIOTMYECKUE TPEmapaThl, OKpAIIeHHbIE
IeéMAaTOKCUJIMHOM M 303WHOM, M3TOTOBJICHHBIE B MATOJIOTOAHATOMUYECKOM OTJIEJICHUU
OI'bY HMUIIO ®MBA Poccuu.

Onenka IPOBOIMIIACH OMBITHBIM BpayOM-I1aTajJI0Or0aHATOMOM.
[TaToMopdonmornueckoe uccieoBaHue MPOBOIAIN Ha MUKpOCcKome Zeiss Axio Scope Al
nipu yBenmuennu x20, x100, x200, x400. OnieHuBany 3NUTETNAIBHYIO BEICTUIKY TTOJIUIIA,
COCTOSIHUE KeJIe3 U UX MPOTOKOB, BBIPAKEHHOCTh OTE€KAa U (PUOPO3UPOBAHUS CTPOMBI, a
TaK)Xe IJIOTHOCTh M COCTAB BOCHAIUTENbHON MH(wIbTparuu. OneHKa dMUTeTHaAIbHON
BBICTWJIKM  BKJIIOYaJla B ce0s oOmpelneseHuE TUIla DIUTENUs U BbISIBJICHUE
WHTPA’IUTEIINATBHBIX MUKPOKUCT ¥ MUKpoabciieccoB. [IMTOTHOCTh U KJIIETOUHBIN COCTaB
OJIMMOPGHOKIETOYHONW BOCTIATUTEILHON HHPUIIBTPAIIUHU OIEHUBAIIN HE MeHee 4eM B 10
peIpe3eHTATUBHBIX MOJISIX 3pEHUS IPU YBeTUYeHUH MUKpockona X400 o TpaguiimoHHOM
METOJIUKE.

Jist  ompeneneHus IMIOTHOCTH BOCHAIUTEIBLHOTO HMHQWIBTpaTa MPOBOIUIH
MOJICYET KJIETOK BOocHanieHus (303UHO(MUIIOB, HEUTPOPUIIOB, TIa3MaTHUYECKUX KIETOK U
JTUM(QOITUTOR) € TIOCIECTYIONTUM BBIUUCICHUEM CPETHETO apru(PMETHIECKOTO 3HaUYeHus. B
3aBUCUMOCTH OT €ro BEJIWYUHBI, YCJIOBHO, BBIJEISIM 3 CTENEHH IIJIOTHOCTH
noJMMOPGHOKIECTOYHOW BOCHanuTeNbHOM uHuibTpamuu: cinadyto (I cremnens),
ymepennyto (Il crenens) u Beipaxkennyto (III crenens). K cimadoit (I ctenenn) oTHOCHIN
Cllyyau, B KOTOPBIX cpefHee apudmeTnyeckoe 3HaueHue He npebimano 200 KIeTok B

TKaHEeBOM oOpasue, k ymepeHHoil (I cremenu) — HaOmoAeHHs B KOTOPBIX CpelnHee
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apupmMeTrieckoe 3HaueHue BapbupoBaio oT 201 mo 400 kiIeTok, K BBIpaKEHHOU
(IIT crenienn) — 60mee 400 KIETOK.

Jlns  onpeneneHUs KOJUYECTBEHHBIX IOKa3aTeled dYucia M COOTHOUICHUS
503MHO(UIIOB U HEUTPODUIIOB B TKAHU TMOJIMIIOB B MPAKTUKY BBEICH TaKOW MOKa3aTellb,
Kak »03uHO(MUIBEHO-HEeWTpodunbHbI uHAeKke (DHU) [249]. OH paBeH OTHOIICHHIO
cpeaHero apupMeTHIECKOTO YUCIIa 03MHO(UIIOB K CpeTHEMY apu(METUIECKOMY YHCITY
HelTpodmioB B 10 yYTEHHBIX MOJISX 3PCHHS MPH YBEIUYCHHH MHUKpockora %400 mo

cnemyrorieit hopMysie BEIYUCICHUS

3HU CpenHee apudMeTHUECKOE YUCI0 303UHOGU/IOB B 10 moJisix 3peHuUs

~ CpenHee apudMeTHYECKOE YHUCI0 HEHTPoPuIoB B 10 Mosax 3peHus
Takum 06pazom, ueM 0oJIbIIIe TPEACTABICHHOCTh Y03MHOPUILHON HHPUIBTpAIIUN

¥ MEHbIIIE HEUTPOPUILHOMN, TEM BBIIIE ATOT MOKa3aTeab U Hao0opoT [250].

2.5. JIy4yeBble MeTOABI HCCIACAOBAHUS

Jist onncanus my4eBoil ceMuoTuku nopaxkenus OHII n coctostHus cpeHero yxa
ObLT chOPMUPOBAH APXUB KOMITBIOTEPHBIX TOMOrpamMm (570 marueHToB), U3 KOTOPHIX
METOIOM MPOCTOM paHjaoMu3anuu orobpanbl 190 wuccnegoBanuil. OmnucaHue
IPOBOAWIOCH COBMECTHO CO CHEHMAIWCTAMM MO JY4YEBOM JMArHOCTUKE 10
OTIPENICJICHHON cXeMe, NMPUBEACHHON B COOTBETCTBYIOIICH IiaBe. DTO MOIIU OBITh Kak
pe3yabTarTbl MyJIbTUCTIMpaTbHOU KoMIlbioTepHOl Tomorpadguu (MCKT), Tak u KoHyCHO-
nyuyeBol (KJIKT).

OueHka npoBoaMIach B TPEX MPOCKIHUAX MPHU MYJIbTUIIAHAPHON PEKOHCTPYKIUU:
AKCUAJIbHOW, KOPOHAPHOU U CarUTTAIILHOM.

Hnst GamnbHOM oreHKH TskecTd mnopakenuss OHIT Obimu MCTONB30BaHBI
BanuaupoBanHble 1mkaiel: Lund-Mackay (LMS) wu ee Momudukauus s
neauarpuyeckoit npaktuku (MLMS) (raBer 6 u 10), a Taxoke Zinreich u ananornunas ee
Monudukanus kak Oonee 4yBCTBUTENbHbIE (IM1aBa 6) (Tabnuusl 8, 9). lns yHudukanuum
pacyeToB B OTHOILIEHUH JETE pa3HOIo BO3pacTa U, COOTBETCTBEHHO, C Pa3HOU CTENEHBIO
pazButuss Tex win uHbIX rpynn OHII (mpexae Bcero, JOOHBIX U KIMHOBHJIHBIX)
npUMeHeHBI neauarpudeckue Moaudukanuu (mLMS u modified Zinreich), roe cymma

OaJIJIOB IEUTCS HA YUCIIO PA3BUTHIX (THEBMATU3UPOBAHHBIX ) JIEMEHTOB.



88

Tabnuua 8 — lIkana ouenku KT OHII no cucreme Lund-Mackay

AHaTtomu4eckas 00J1acTh Bo3moxHoe yuciao 0a110B*
Cunpasa CaeBa
BepxHeuentocTHas nazyxa 0-2 0-2
[lepenHue KIETKU penIeTyaToro 0-2 0-2
nabupuHTa
3aHKe KISTKH PelIeTyaToro JabupunTa 0-2 0-2
KnunoBuHas nazyxa 0-2 0-2
JloOHas mazyxa 0-2 0-2
OcTtromeaTanbHbIM KOMIUIEKC 0-2 0-2
Cymma 6aJIIoB 1T KaKJI0H CTOPOHBI 0-12 0-12
OO6mas cymma 6aioB 0-24
* s OHIT: 0 6annmoB — HopMa; 1 Gaiin — yacTUYHOE 3aTeMHEHue; 2 Oaljia — TOTaIbHOE 3aTEMHEHHE
st octroMearanbHOTO KoMiuiekca: 0 6amioB — mpoxoauM; 2 6aia — OJIOKHpOBaH

Tabmuua 9 — [kama onenxu KT OHIT o cucreme Zinreich

AHaTtomuyeckas 00J1acTh Bo3moxHoe yucia0 0a/10B*
Cnpasa CaeBa
BepxneuentocTHas nazyxa 0-5 0-5
[lepeaHue KIETKH PELIeTYaTOro JJAOMPUHTA 0-5 0-5
3aiHKE KJICTKH PElIeTyaToro JabupuHTa 0-5 0-5
KnunoBuHas nazyxa 0-5 0-5
Jlo6Has na3yxa 0-5 0-5
OcTtromeaTanbHbI KOMIUIEKC 0-2 0-2
CymMa 0ajuioB Juis KaxJ10i CTOPOHBI 0-27 0-27
OO6mias cymma 6ajuioB 0-54
* g OHIT: 0 GannoB — HopMa; 1 6ann — 3atemHenune <25% o0bema naszyxu; 2 Oajnia — 3aTeMHEHUE
26-50% obbema nazyxu; 3 Gaisa — 3areMHeHue 51-75% o0bema nazyxu; 4 6ania — 3aTeMHEHUE
76-99% o6bema nazyxu; 5 0anioB — TOTAJbHOE 3aTEMHEHUE
Jliist ocTnoMeatanbHOro Komruiekca: 0 6amioB — npoxoauM; 2 6ania — GIIOKMpOBaH

Hencutomerpus narojgoruyeckoro cyocrpara B OHII npousBoauiace MUHUMYM B
10 Toukax ¢ pukcanuelr MUHIMAJIHHOTO ¥ MAaKCUMAJILHOTO TIOKA3aTeNs U BHIYUCIICHHUEM

cpennero 3HaueHus B enuHunax Xaynchunaa (HU [Hounsfield Unit]).

2.6. CraTucTu4yeckas 00padoTKa JaHHBIX
dopmupoBaHue 0a3 TaHHBIX BBITIOTHSIIOCH C MOMOIIBIO MPorpaMMbl «Microsoft
Office Excel 2016». Craructuueckass oOpaboTKa JaHHBIX MPOBOIMIACH C MOMOIIBIO
nakeTa nmpukiIaaHbix mporpamMm SPSS Statistics v.21.0 (pa3paboruuk — IBM, CIIA) u
StatTech v.4.0.4 (pa3zpaboruuk — OOO «Crartex», Poccus). CooTBeTcTBHE

HOPMAJIbBHOMY PACHPEAECIEHUI0 OLIEHUBAJIOCH C NMOMOIIBK KpuTepusa [lanupo-Yunka u
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Konmmoroposa-CmupHoBa. B 3aBUCMMOCTM  OT BHJA pacCHpeAciieHHs Mepamu
LEHTPAJIbHON TEHJAEHIIUHN U PACCESIHUS CITYyKWIM cpeaHee 3HaueHue (M) + crangapTHoe
otknonenue (SD) unu menuana (Me) [unTepkBapTHIIbHBIN HHTEPBaI, Q1;Q3].

JUIsL OLIEHKM pa3HHLBI MEXAY IpYINIIaMM MCIOJb30Bann Xu-kBaapar IInpcona,
TOYHbIA Kpurepund Pumepa, kpurepu ManHa-YutHu. KareropuaibHble JaHHBIE
ONHKCHIBAIUCh C YyKa3aHWEM aOCONIOTHBIX 3HAYEHMH W MPOLEHTHBIX jaonel. [Ipu
MHOXECTBEHHOCTH CpaBHEHHUH UCII0JIh30BaJIach Mmornpaska Xoiama-boHdepponu.

JloBepuTeNbHbIE TPAHULIBI K BEIOOPOUYHOM YacCTOTE pacCUUTHIBAIM HA OCHOBAaHUU
OMHOMMAJIBHOTO PacIpeeIICHNUS.

[IporHo3upoBaHue NPOBOAMIM NPU IOMOLIM JIMHEHHOTO PErpeCCHOHHOIO
aHaiu3a, TOYHOCTh 17} KJIINHAYECKYIO 3HAYUMOCTh IIPOTHO3UPOBAHUS
(4yBCTBUTENBHOCTB/CIELIM(PUIHOCTD) onpeaessii npu nomoiu ROC-kpuBoil.

JUisi BceX KpUTEPUEB W TECTOB HYJIEBass THUIIOTE3a OTBEprajgach (pasinuyuus

CUUTAJIMCh CTAaTUCTUYECKU 3HAYUMBIMU/OCTOBEpHBIMU) nipu p<0,05.



I'JIABA 3. SIIUJAEMHUOJIOT US IOPAKEHUS JIOP-OPTAHOB VY JIETEN
C MYKOBHUCII1JI030M B POCCUIICKOM ®EJEPALINN

YuutbiBass KpanHIOK MNPOTUBOPEYMBOCTH JIAHHBIX O PACHPOCTPAHEHHOCTH
nopaxxennss OHII y pereii ¢ MB no naHHBIM MHOTOYMCIEHHBIX HCCIECIOBAaHUM,
CBSI3aHHYIO C OTPAaHUYCHHSIMHU METOAOJOTHU cOOpa JaHHBIX M Pa3HBIMU MOAXOJAMHU K
y4eTy Naroyioruu, Oblia 3allaHUpOBaHa JaHHAasg 4acTh paboThl. OHa mnpeamnosaraer
OTHOBPEMEHHOE MCIIOJIb30BAaHUE PA3JINYHBIX KPUTEPUEB UHAEKCALUA U UCTIOJIb30BAHUE
HECKOJIbKMX NCTOYHUKOB JAHHBIX.

C omHONl CTOPOHBI, NPUMEHEH ONpOC MAaIUEHTOB (PoauTeei/3aKOHHBIX
MpPEACTABUTENICH MAIMEHTOB) B COOTBETCTBUHM C aIAITUPOBAHHBIMU 7151 MB KpuTepusimMu
(B OCHOBY JieriM KIUHMYECKHE JeUHUIIMU puHOCHMHYycuTa EBporelickoro
puHosiornueckoro oodmectsa [18]) u psan BcrmomorarenabHbIX BONPOCOB, C APYrol —
COBEPIIIEHCTBOBaHME cUCTeMbI yueTa natojorunu OHII mpu hopMupoBaHuy €3KEroaHOro
Perucrtpa narmeHToB ¢ MyKoBUCIIU1030M B Poccuiickoit denepanuu (ganee «Peructpy)
3a epuox ¢ 2019 nmo 2024 roxwl [8; 24; 66; 251]. IlomoOHOE comoOCTaBICHUE JAHHBIX

IIPHU3BaHO IMOBBICUTE JOCTOBCPHOCTD SIMUACMHUOJIOTHNICCKUX MOKa3aTeJicH.

3.1. AHaIM3 pacnpoOCTPAHEHHOCTH XPOHMYECKOI0 PUHOCHUHYCHTA
10 JaHHBIM Perucrpa nmauueHToB ¢ MyKoBUCHHMI030M B Poccuiickoit @enepauuu
Ha )oHe U3MEHEHUS KPUTEPHEB y4eTa
C momenTa co3nanus B Haiel crpane B 2011 roqy Peructpa, COOTBETCTBYIOLIETO
EBporneiickoMy U SIBISIOIIETOCA €r0 4acThio [25], TaM MPOBOAUTCS €XKETOJHBIA Y4eT
namueHToB ¢ MB, cTpaiaromnx Ha3aabHBIM MOJIUIT030M (KaK MAaKCUMAJIbHOM CTEIEHbIO
u HauOosiee OYEBUAHOW (HOpPMON TMOpPaKEHHUS] BEPXHUX JbIXAaTEIbHBIX MYTEH).
HeykJoHHBIN POCT pacnpOCTPaHEHHOCTH MOJIUII03a CO BPEMEHEM (PUCYHOK 2) cKopee
CBUJETEIBCTBYET O MOBBILICHUH €r0 BBISBIIEMOCTH, CBSI3aHHOM C PACUHIMPEHHUEM

JIMarHO CTUYECKUX BO3MOKHOCTEH, porpeccupyromen OCBEJOMJIEHHOCTBIO
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CIICHHAJIMCTOB IIO MB, IMPUBJICYCHUCM K HpO6J'ICMC OTOPHUHOJIAPUHIOJIOTOB, a4 TAKXKC
YBCIIMYCHUCM IIPOAJOJIKUTCIBbHOCTH KU3HHU IMAIUCHTOB.
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Pucynoxk 2 — Yacrtora HazanpHOro nojiumno3a y gereii ¢ MB no ganusiM Peructpos
B niepuof ¢ 2011 nmo 2019 rr.

OTU aHHBIE TPECTABISIIUCH HEAOCTATOYHBIMU JIJIs1 (POPMHUPOBAHMSI LIE€TIOCTHOTO
cyxkzienus o pacnpoctpaneHHoct XPC Ha ¢pone MB, B cBsi3u ¢ yeM Oblia npeaiokeHa
¥ BHEJ[pEHa pacIupeHHas cuctema coopa uagopmarmu, kotopas ¢ 2020 roga yautsiBajia
kak XPC ¢ HII, tak u XPC 6e3 HII, a ¢ 2021 — ¢akT BBINOJIHEHUSI XUPYPTUUECKUX
BMmenarenbcTB Ha OHIT [252].

Pesynbrarel moj00HOM CUCTEMBI yueTa MpPEeACTaBlICHbl HA PUCYHKE 3, U3 KOTOPOii
BUJIHO, 4TO 06011as yactora XPC y nereii B Peructpe 2020 roga cocraBuia 56,6% (u3
Hux XPC ¢ HIT—31,3%, XPC 6e3 HII - 25,3%), a B Peructpe 2023 roga yxe 72,1% (u3
aux XPC ¢ HIT — 39,5%, XPC 6e3 HIT — 32,1%, 6e3 yrounenust hopmsl — 0,5%), 9410
CTaJ0 COMOCTaBMMO C JAHHBIMU HanOosiee KPYMHBIX MHUPOBBIX 3MHUJIEMUOIOTHYECKUX
uccnenoBanuid. Jlonst onepupoBaHHBIX AeTel, mo JaHHbIM Peructpa, B 2021 ronmy

coctaBuia 5,6% ot Bcex nerevt u 9,1% ot gerei ¢ XPC, B 2022 —4,7% u 6,5%, B 2023 —
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5,4% u 7,5% cootBecTcBeHHO. HeonyOnMkoBaHHbBIE HA MOMEHT HaIllUCaHUs AUCCEPTaAIlUN
pe3ynbTarel coopa mHpopmaruu 3a 2024 rox roBopatr o pacnpoctpaHeHHOCTH XPC
cpenu nereit ¢ MB B nenom B 69,6%, u3 kotopeix 36,3% crpagator XPC ¢ HII, 32,2% —
XPC 6e3 HII, ay 1,1% dopma nopaxkenusst OHII ne yrounena. I3 Bcex maiueHTOB
JIETCKOTO BO3PacTa, B OTHOIICHUH KOTOPHIX UMEJAach Moa00Hast nH(opMaIus, ornepanuu
Ha OHII nepenecnu 3,9%, a u3 aereit ¢ XPC — 5,2%. Takum oOpa3om, CTAaTHCTHUECKUE
JTAHHBIE TOBOPAT O CTAOWIM3alMM TIOKa3aTelie Ha MPOTSHKEHUH 3 JIET, YTO MOXKET
CBUJICTEIILCTBOBATh O JIOCTOBEPHOCTH MPEAOCTABIsIEMON HH(POpMAIUUA, a TaKXe O
TEHJICHIIMU K TIOCTEIIEHHOMY CHUKEHHUIO YHClia PUHOXHUPYPIrUYECKUX BMEIIATEIbCTB Ha

¢done BHenpeHus TapreTHol Tepanuu B Poccuiickoit ®deaeparuu ¢ 2021 roxa.

2024
2023
2022

2021

PeruncTp, rogbl

2020

0% 10% 20% 30% 40% 50% 60% 70% 80%

mXPCcHM mXPC bes HN

YacToTa XpPOHUYECKOro PUHOCMHYCUTA B 3aBUCUMOCTHM OT GopMbI, %

Pucynoxk 3 — Yacrora XPC B 3aBucuMocT# OT popMbl y AeTeit ¢ MB 1o nanHbim
Peructpos B nepuoa ¢ 2020 o 2024 rr.
CootHonieHue aOCOTIOTHBIX u OTHOCHUTEIBHBIX MoKa3aTesnei
pactpoctpaneHHoctTd XPC u ero (h)eHOTHUIOB B BO3PACTHBIX TPYIIax, MO JAaHHBIM

Perucrtpa 2024 r., npencrasiena B Tabnuue 10.
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Tabnuua 10 — Pacnpoctpanennocts XPC y nereit ¢ MB B 3aBucuMocTH OT (heHOTHIIA
¥ BO3pacTa 1o JaHHbM Peructpa 2024 r.

®opma XPC Bo3pacTHble rpynnbl Bcero
0-2 roga 3-6 aer 7-11 aet 12-17 ner (n=2351)
(n=253) (n=480) (n=749) (n=869)

XPC Bcero, abc. (%) 29 (11,4%) | 277 (57,7%) | 592 (79,1%) | 737 (84,8%) 1635

(69,6%)

XPC ¢ HII, a6c. (%) 14 (5,5%) | 147(30,6%) | 306 (40,9%) | 386 (44,4%) | 853 (36,3%)

XPC 6e3 HII, a6c¢. (%) 15 (5,9%) | 121(25,2%) | 281 (37,5%) | 339 (39,0%) | 756 (32,2%)

XPC 6e3 yrounenust 0 (0%) 9 (1,9%) 5(0,7%) 12 (1,4%) 26 (1,1%)

dopmel, abe. (%)

W3 Tabnuibl BUAHO HapacTanue pacnpocTpaneHHOCTH XPC B nenoM u ero ¢popm
C BO3pacToM C HaumOoJablIUM (MATUKPATHBIM) YBEJIMYEHUEM MOKa3aTeslel Mexay
BO3pacTHbIMU rpynnamu 0-2 rona u 3-6 ser. IMeHHO B 3TOM BoO3pacTe y OOJbIIMHCTBA
nereit ¢opmupyercs nopaxenne OHII Ha ¢one MB, a Takxke craHoButTcs Oosee
BOCIPOM3BOIUMOM €ro AuarHoctuka. ¥ noapoctkoB (12-17 net) XPC 3apeructpupoBan
B 2024 rony B 84,8% cirydaes.

Takum o6Gpa3zoM, pacIpOCTPAHEHHOCTh XPOHUYECKON CHMHOHA3AIBHOM MaTOJIOTHUU
y aeteit B MB cTabmibHO HE U3MEHSETCS Ha MPOTSHKEHUU Psijia JIET U COCTABIISIET OKOJIO
70%. 3HaunMasi pazHULA JOCTUTHYTa B €€ 4acTOT€ B BO3PACTHBIX Ipylmax K 3Tairy

MIEPEX0/1a BO «B3POCIYIO CEThY.

3.2. AHAIM3 PacpOCTPAHEHHOCTH XPOHMYECKOT0 PUHOCHUHYCHTA
Ha (poHEe MYKOBHCIIUI03a MO JAHHBIM AHKETHPOBAHUS NMALIMEHTOB
(poamTeJieii/3aKOHHBIX NPeICTABUTEICH)

Jiss  mpoBelleHHs JAMCTAHIIMOHHOTO OIpoca B AJIEKTPOHHOM BUJE Oblia
pa3paboTaHa aHKeTa C HCMOJb30BaHUEM AJIEKTpoHHOU miargopmbl Google Forms u
pacmpoCTpaHeHa B TMAIMEHTCKOM COOOIIECTBE TOCPEACTBOM OJIATOTBOPUTEIBLHBIX
(GOHIOB, OCYIIECTBISIONIMX TMOMOIbL JETIM ¢ opdaHHBIMU 3a0osieBaHusAMH. B xone
OHJIAfH-aHKETUPOBAHUS POJUTENCH/3aKOHHBIX MpeAcTaBuTenei aereit ¢ MB B pamkax
JJAHHOTO dTama OBUIM 3aJlaHbl BOMPOCH O HAJIMYUM CUMIITOMOB PHUHOCHUHYCUTA B
coorBectBuu ¢ EPOS 2020 [18]: 3arpynHeHHE HOCOBOTO JbIXaHUs (Ha3ajbHas
0OCTpyKITHs), OTAEIIEMOE M3 HOCA W/WIM CTEKaHWE OTACIIIEMOrO IO 3aJHEH CTEHKE

IJIOTKH, 00JIb WK YyBCTBO AuckoMdopta B odnactu npoekuuu OHII (7100, meku, Mmexmy
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1a30M M HocoM). Bompoc o HalWyuu Kalwis Kak CUMIITOMA TMOPaXEHHS BEPXHUX
JIBIXaTEJIbHBIX MYyTeW ObLI MCKIIOYEH B CBA3U C MEPCUCTUPYIOIIKUM OpPOHXOJIErOYHBIM
BOCIIAJIMTENBHBIM IIpOLeCCOM y manueHToB ¢ MB. HM3-3a uckmtoueHuss xpurepus
«KaIieaby ObLUT COXpaHEH MPU3HAK «OOOHATENIbHbIC HAPYIICHU», KOTophIi ¢ 2012 rona
PEOKMEHI0BAaH TOJBKO ISl TUarHOCTUKA PUHOCUHYCHTA Y B3pOCIBIX [253].

B coorBercTBun ¢ kpurepusimu EPOS, 3akiroueHue 0 HAJIMYUU XPOHUYECKOTO
PUHOCHUHYCHUTA JI€NIaJIOCh HA OCHOBAaHUU JJIUTENBHOTO (Ooniee 12 Henenb) NpUCyTCTBUS
IBYX WM Oojiee CUMITOMOB, OAMH M3 KOTOPBIX NMPEACTaBISET COOOM 3aJ0KEHHOCTh
HOCa/3aTpyAHEHHOE HOCOBOE JIbIXaHWE WJIM OTHEIseMOE€ U3 HOoca + Ooib/JaBieHHE B
npoekunu OHII + cHmkeHue i norepst OOOHSHUS.

Ha nanHyro 4yacTh aHKETHl NOJIy4eHbI OTBETHI OT 487 u3 503 pecrnoHIeHTOB, YTO
coctaBuio 16,9% ot uucna pereit ¢ MB, Bomenmux B Peructp 2021 roma. Beibopka
IIPEBBICHIIA JIOBEPUTENIBHYIO BEPOATHOCTD 97% M NOBEpUTENbHBIA MHTEPBAT + 5%, TO
€CTh SIBJISIETCS pernpe3eHTaTuBHON. Menuana Bo3pacta nerei coctasmia 8,0 [5,0;11,0]
JIET U KoJteOanach oT 1 roxga 10 17 JIeT BKIIFOUUTENBHO.

[IpencraBieHHOCTh KpuTepueB auarHocTUkM XPC B BO3pacTHBIX TIpynnax

OTpa)x€Ha Ha pUCYHKeE 4.
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Pucynok 4 — OTHOcUTENbHASL PACTIPOCTPAHEHHOCTh KPUTEPUEB TUATHOCTUKH
puHocunycuta (Mmonuduuposano o EPOS 2020) y nereit ¢ MB B 3aBucUMOCTH
OT BO3pacTa Mo JIaHHBIM aHKETUPOBAHUS

Buano napacranue ¢ 67,9% 1o 80,1% B nepBbIX TpEX BO3PACTHBIX I'PYNIIAaX OIHOTO
U3 OCHOBHBIX KPUTEPUEB «HAa3ajdbHas OOCTPYKIHA/3aTPyIHEHUE HOCOBOTO JIBIXAHUS,
YTO OTpa)kaeT pocT pacnpocTpaHeHHOCTH XPC co CHU)KEHHUEM YacTOThl PEIbSBICHUS
JaHHOU kajnobbl ¢ 12 et mo 67,5%. BeposiTHO, 3TO CBA3aHO C HAKOIUICHUEM JETEH,
MOJIBEPTIIUXCS PUHOXUPYPTUYECKOMY JICUCHUIO C TIOJOXKUTEIBHBIM J(PheKToM B
OTHOUIEHUHU ATOT0 CUMIITOMA. PacipoCTpaHEHHOCTh MpPU3HAKA «OTIEISEMOE U3 HOCA»
oKa3ajach BbIIIE B Bo3pacTe 1-6 JIeT ¢ MocCieayromuM HEOONbIIUM CHUXKEHHEM. DTO
MOXXHO OOBSICHUTH (OpMHpOBAaHMEM y JeTeid Oojiee CTapmiero Bo3pacTa
MICEBIOMYKOTIMOIIEJIE W  HA3aJbHOIO IOJUIO03a, OJOKUPYIOUIErO JIPEHUPOBAHUE
natoiorudeckoro comepxkumoro OHII u, Takum oOpazom, HE OTpa)kaeT HMCTUHHOU
MOJIOKUTEILHON JTUHAMUKHA B TeueHUU Oose3Hu. boib u/mnm 4yBCTBO auckomdopTa B
obnactu npoekuuu OHIT B 2,5 pa3a yamie orMedaroT aeTu nocie 7 JeT. AHAJIOTUYHO
HapacTaeT 4acToTa >kajo0 Ha oOoHsTenbHBIC HapymieHus. [locmenue 2 ¢dakra MOXKHO
CBSI3aTh C HEBO3MOXKHOCTBIO OCO3HATh M BepOaIM30BaTh 3TU SABJICHUS JETbMU MJIAIINX

BO3PACTHBIX TPy, 4TO U MOBJIEKI0 B 2012 T. uckitoueHne oabGhakTOPHBIX paCCTPONCTB
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13 KPUTEPUEB TUAUHOCTUKN PUHOCUHYCUTA B JeTCKOM Bo3pacte no EPOS [253]. Tem ne
MEHEee, YBEJIMYEHHWE YacTOThl HA3aJbHOTO TMIOJHUIO03a C BO3PACTOM MOXKET OBITh
00BEKTUBHOW MPUYMHON POCTA JOJIH MAIMEHTOB ¢ HAPYIICHUEM OOOHSHUS. YUUTHIBAS,
YTO JIMarHO3 «PUHOCHUHYCHUT» B COOTBETCTBUU C MPHUBEACHHBIMU BBIIIE KPUTEPHUSIMU
EPOS ycranaBnuBaeTcs npu HaIU4YUMM, KaK MHUHHMYM, JBYX W3 HHUX, IOKa3aTeld
pacripoctpaHeHHOCTH XPC o0OKa3anuch HUXKE YAaCTOThl OTACJIBHBIX CUMIITOMOB H
coctaBmim 42,9% B Bo3pacTHo# rpynne ¢ 1 1o 2 nert, 55,2% — ¢ 3 no 6 net, 57,4% —c 7
nmo 11 ner m Heckonpko HMkE — 50,8% — ¢ 12 mo 18 ner. Bo3MoXHO, KaKk CHMKEHUE
YacTOThl MPEAbSIBICHUS BCEX TIPYII kado0 B OTAEIBHOCTH, TaK M BO3MOXXHOCTU B
COOTBETCTBHM ¢ HUMH KOHCTaTtupoBaTh Hamune XPC B Bo3pacte nocine 12 jiet, MOoxeT
OBITH CBSI3aHO C W3BECTHHIM (pakTOM ajanTanuu manueHToB ¢ MB k wmemieHHO
IPOrpecCUpyrolmed  PUHOJIOTUYECKOM  CUMITOMATHKE WM JIOMUHHUPOBAHUEM
KJIIMHUYECKUX MPOSIBICHUN MOPAXKEHUS IPYTUX OPraHoB [S5].

[Ipu 3TOM aHaNMU3 BO3PACTHOM JAMHAMUKUA YCTAHOBJIEHHOTO BpayoM JIMArHo3a
«XpOHMYECKUN  pPUHOCHUHYCUT»  (OTHCNIBbHBIA  BOMPOC TPU  AHKETUPOBAHUMU)
JEMOHCTPHUPYET HEYKIOHHBINH pocT Bepudukaiuu naronorun OHII na ¢pone MB ¢ 25%
B Bo3pacte 1-2 roma mo 85,8% — y mererr ¢ 12 no 17 ner. Ha pucynke 5 orpaxeHO
YBEJIMYEHHUE C BO3PACTOM YaCTOThl MOATBEPHIEHHBIX JUATCHO30B, JOJIU MAIMEHTOB,
kotopbiM BbinonHsack KT OHII um xymymsuuss naeteil, KOTOPbIM HPOBOIWIIOCH
PUHOXUPYPTUYECKOE JICYEHUE, IO JaHHBIM OMPOCHHUKA, B CpaBHEHUM ¢ yacTtoToil XPC,

YCTaHOBJICHHOTO B COOTBETCTBUU C KpuTepusimu EPOS.
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Pucynok 5 — Bo3pacTHast tTuHaMBKa OTHOCUTEIBHONW YacTOThl BEpUPHUIIMPOBAHHBIX
BpPauoOM U YCTAHOBJICHHBIX B cOOTBeCTBUU ¢ Kputepusimu EPOS nuarnozos
«XPOHHMUYCKHUI prHOCHHYCUT», BbiltoiHeHUs: KT OHII u npoBenenus
PHUHOXUPYPTHYECKUX BMEIIATENLCTB Yy ieTer ¢ MB
10 TaHHBIM aHKETHUPOBAaHMS

OueBuJeH mNapajuieu3M yCTaHOBIEHUS auarHo3a W BbinoiaHeHuss KT OHII
(x Bo3pacty 7 net xo1s 061 1 pa3 KT OHII nposenena 56,4% mnarueHToB).

Takum oOpazoM, BU3yUIM3UPYIOIIME HCCIEIOBaHUS 0Oojiee OOBEKTUBHO
XapaKTepU3ylT COCTOSIHUE CHHOHA3alibHOWM obOjactu getedt ¢ MB, yeM opueHTarus
UCKITIOYUTENIHHO Ha KaJoObl U CYOBEKTHMBHYIO CHUMMTOMAaTHKy. HampoTuB, B paHHeM
JIETCKOM BO3pacTe Ha (DOHE TEXHUYECKON HEBO3MOXKHOCTH pyTuHHOTO KT-uccnenoBanus
0e3 obmieit aHecte3uu Oosblias BhIABIsiEMOCh XPC compsikeHa ¢ HCIOIb30BAHUEM
KJIIMHUYECKUX Kputepuen (pacnpoctpaneHHOCTh XPC B Bo3pacTHol rpymie 1-2 roaa B
cootBecTBUM ¢ Aepununueinr EPOS cocraBuna 42,9%, a BepupuUMpPOBAHHBIX BpauoM
MarHo3oB — 25% ¢ BeIpaBHUBAHUEM IOKa3aTesel K Bo3pacty 3-6 et — 55,2% u 56,4%
COOTBETCTBEHHO).

Ha Bompoc 0 BBINOJHEHHOM PHHOXUPYPIrUYECKOM JIEYEHUU TMOJOXKHUTEIHHO
orBeTws1 121 manMeHT/3aKOHHBIA TMPEACTaBUTENIh pebeHka, urto coctaBuiio 24,8% c

MaKCUMaJIbHOM KyMYJISITUBHOM 4acToTOM 36,7% B cTapiield BO3paCTHOM IPyIIE U KPaTHO
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npesbiaeT ganHeie PeructpoB 2021-2024 rr. OT4acTy 3TO MOXKET OBITH 0O0YCIIOBJICHO
TE€M, YTO B HAaMOOJBIIEH CTENEHH Ha MPOCHOY 3aMOJHEHUS OMPOCHHUKA OTKIMKHYIUCH
NaIMeHThl, ISl KOTOpbIX mpobnema matonoruu JIOP-opranoB Hambonee akTyajbHa.
OpHako CcTOJIb BBIPAXKEHBIE PA3JIMYUS TOBOPST O HEAOCTATOYHOM YUYETE OMEPUPOBAHHBIX

ManueHToB B Peructpe.

AOCOJIIOTHBIE M OTHOCHUTEJIbHBIE BEIUYHMHBI

npeacTaBiaeHbl B Tadnuie 11.

AHAJIM3UPYEMBIX TMOKa3aTeaen

Tabnuua 11 — Pe3ynbraTsl aHKETUPOBaHUS IeTel/mpeacTaBuTeNnel naiueHTos ¢ MB
B oTHOIIeHUM narojgoruu OHII

Ymucgo, ade (1051, %) M0J0KUTEIBHBIX OTBETOB

HOCOBOI'O JbIXaHUA

Pazies aHKeThI Bo3pacTHble rpynnsl Bcero
1-2 rona 3-6 aer 7-11 Jer 12-17 aer (n=487)
(n=28) m=163) | (@=176) | (=120)

Hazansnas

obcrpyknus/3arpynaenune| 19 (67,9%) | 125 (76,7%) | 141 (80,1%) | 81 (67,5%) | 366 (75,2%)

Hannuwne otnensemMoro
H3 HOCA

20 (71,4%)

118 (72,4%)

117 (66,5%)

80 (66,7%)

335 (68,8%)

YyBcTBO
6o/ muckomdopTa B
obmactu mpoekrmu OHIIT

3(10,97%)

13 (8,0%)

46 (26,1%)

27 (22,5%)

89 (18,3%)

CHIKEHHNE/OTCYTCTBUE
0OOHSHHS

0 (0%)

14 (8,6%)

39 (22,2%)

21 (17,5%)

74 (15,2%)

Hunarnos «XPCy»
B COOTBETCTBUU
¢ kputepusimu EPOS

12 (42,9%)

90 (55,2%)

101 (57,4%)

61 (50,8%)

264 (54,2%)

BepuduunpoBanHbIit
BpayoM arto3 «XPCy»

7(25,0%)

92 (56,4%)

130 (73,9%)

103 (85,8%)

332 (68,2%)

Vkazaunue Ha
BeinoiiHenue KT OHIT

6 (21,4%)

92 (56,4%)

146 (83%)

101 (84,2%)

345 (70,8%)

VYkazanue Ha
MPOBEJEHHOE
PHUHOXUPYPrUYECKOE
JICUCHHE

0 (0%)

22 (13,5%)

55 (31,2%)

44 (36,7%)

121 (24,8%)

OtnenpHOM 3ajadeld cTaja OLIEHKA paclpOCTPAHEHHOCTH IOPAKEHHsI OpraHa
ciyxa u (Qopm Tyroyxoctu y gered ¢ MB. VYuuteiBas ananoruunyio XPC
MPOTUBOPEUNBOCTD JUTEPATYPHBIX SMHUICMHOIOTHICCKUX JaHHBIX, OBLT TPEIIPUHST
«TPEXCTOPOHHUI» MOAX0J K cOOpy MJaHHBIX:

MMOIICPEHHOC  AYyAHUOJIOTHYCCKOC

o0cJieIoBaHKEe MAIMEHTOB, TOCTYMAIOIIUX Ha Xupyprudeckoe jeuenue B ®I'bY HMUIIO
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OMBA Poccun (n=136), anamuz ©6a3pl KT T0J0BBI (BHCOYHBIX KOCTEM)
(n=192 nanuenTa/384 yxa) 1 pe3ylnbTaToB IPUBEIECHHOIO BBIIIC aHKETPUBAHUS B pasieiie
«emyx» (n=503). Taxk, >xamo0Obl Ha CHIDKEHHE CTyXa, M0 JaHHBIM OMPOCHUKA, KOTra-1ru00
uMenu Mecto y 17,6% mnanuentoB. O0beM MOTYYEHHBIX JaHHBIX 00YCIIOBUII BBIJICJICHHUE

UX B OTAEJIbHYIO [MaBy (r1asa 11).

3akiroueHue

B xone snupemuonornyeckoil 4actu paboThl YCTAHOBIEHO, YTO OOBEKTUBHOCTD
JAHHBIX O pacrpocTpaHeHHOCTH nopaxkeHusi JIOP-opranos Ha ¢pone MB, B wacTHOCTH
XPC, Moxer ObITh MOBBIIIEHA 32 CUET COBEPIICHCTBOBAHMS MapajuiebHOTO cOopa
uHbOpMAIIMM KaK CO CTOPOHBI Bpayeil, y4acTBYIOIIUX B 3allOJHEHUH €KErOHOTO
Peructpa, Tak ¥ MallMEHTOB WUJIM WX 3aKOHHBIX MPEACTaBUTENECH B BHUJIE€ JIEKTPOHHOIO
aHKeTHpoBaHMsl. MoauQuKaiys KpUTepreB yueTa aToJIorud CHHOHA3aJIbHOM 00acTh B
exerogHoM Peruncrpe mnanueHToB € MykoBHCHMA030M B Poccuiickonn ®Penepanuu,
npennonararomas ykazanue ooenx ¢popm XPC (XPC ¢ HIT u XPC 6e3 HII) ¢ 2020 1, a
Takke (akTa BBIOJIHEHUs Xupyprudeckoro BMeniarenbctsa Ha OHII ¢ 2021 ., ¢ ogHo#
CTOpPOHBI, TO3BOJIJIA TMOJYYUTh OOJee peaJucTUUYHbIe ToKa3aTelnu, ¢ JApyrom —
IPOAEMOHCTPUPOBAIO  OCOo3HaHHWe 3HauyuMmoctd JIOP-maromorun  cooOuecTBoM
cnennamuctoB mo MB. Tak B 2023 roay pacnpoctpaHeHHocTh XPC, 1o JaHHBIM
Peructpa, cocraBuna 72,1% (u3 aux XPC ¢ HII — 39,5%, XPC 6e3 HII — 32,1%, 6e3
yroudeHus: Gpopmbl — 0,5%). OqHako O4eBUAEH HETOCTATOYHBIN YUET OTIEPUPOBAHHBIX
nanueHToB (2023 1. — 5,4% peteil) o CpaBHEHUIO C AAHHBIMH, MOJYYEHHBIMHU TPHU
AHKETUPOBAHUM CaMUX JETei/3akOHHBIX mpencraButeneit (24,8%). AHkeTHUpoBaHUE
penpe3eHTaTUBHON BBIOOPKH MArueHTOB (n=487) BBISIBUJIO COTIOCTABUMYIO C JTAHHBIMU
Peructpa yacToTy ycTaHOBIEHHBIX AMarHo30B (68,2%, pasuuiia ¢ Peructpom cocraBuia
3,9%, p=0,080), 4T0 CBUAECTENHCTBYET 00 OOBEKTUBHOCTH MOTYYEHHBIX PE3YIHTATOB.

[Tpumenenue kpurepueB EPOS s ckpununroBor nuarHoctuku XPC Ha done
MB oxazanock 6osiee UHGOPMATUBHBIM y J€TE€l PaHHETO U JOMIKOJIBLHOIO BO3pacTa, O
YeM CBUJIETEILCTBOBAJIO MPE0OIagaHe YHCIIa CITy9aeB, yCTAHOBIEHHBIX B COOTBETCTBUU

¢ nepununusiMu EBporieiickoro puHOJIOTHUCEKOro 0011IeCTBa UarHO30B M0 CPAaBHEHUIO
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¢ «oduuuanbHO BepUPUUUPOBAHHBIMUY». HampotuB, y neredt crapumie 7 JerT,
CyObEeKTHBHAs OIEHKAa I10 JaHHBIM KpUTEpPUSAM TEPSET CBOIO JTUATHOCTHYECKYIO
eHHOCTb. [Io-BuIMMOMYy, 3TO CB351HO Kak ¢ oBbinieHueM BocnpousBoaumocti KT OHIT
0e3 MOTPeOHOCTH B aHECTE3MOJOTMYECKOM IMOCOOMM WM JICTIPUBALIMMA CHA, TaK U C
U3BECTHBIM (DaKTOM ajanTanuu nauueHToB ¢ MB Kk MemsieHHO mporpeccupyromieit
PHUHOJIOTUYECKOW CHMIITOMAaTUKE WA JOMUHHUPOBAHUEM KIMHUYECKUX MPOSBICHUN
MOpaXeHUs PYTUX OpraHoB. DTOT (DaKT OTIMYAET JAeTel U MoApocTKOoB ¢ MB oT ob1meit
MOMYJSIUUA  PUHOJIOTMYECKHUX IAlIMEHTOB, JJIsI KOTOPBIX BallMJIMPOBAHbI JIaHHBIC
KpUTEpHUH, U TpeOyeT yueTa B KIMHUYECKOU rpakTuke. OCOOEHHOCTHIO IETCKOM KOrOPThI
nmanueHToB ¢ MB oT B3pocCion sBIs€TCS HapacTaHWE KaK YaCTOThl BBISIBJICHUS, TaK U
UCTUHOMN pacnpocTpaneHHocTn marogorun OHII ¢ Bo3pacToMm, a Takke cMmeHa
npeobnananust XPC 6e3 HIT na XPC ¢ HII.

XanoOwsl Ha CHIKEHWE CyXa, MO JaHHBIM ONPOCHHUKA, KOTNIa-TH00 UMEIHUCH Y
17,6% netelt, ogHako MOAPOOHO ATU MOKA3aTesM OYyIyT OLICHEHBI B COMOCTABICHUH C
pe3ynbraramu cypaojiorudeckoro oocnegoBanus u KT Bucounsix kocteit B miase 11,
MOJTHOCTBIO MOCBAIIEHHONW COCTOSIHUIO CiiyXa y aerei ¢ MB.

B nenom, 3HaHME MCTHMHON pacnpoCTpaHeHHOCTH nopaxkeHus JIOP-opraHoB y
naieHToB ¢ MB MOKHO cmOcOOCTBOBATh PAIMOHAIIBHOMY TUIAHUPOBAHUIO CHCTEMBI

OKa3aHHs UM OTOPUHOJIAPUHIOJIOTMYECKOW MOMOIIM B HAIIEH CTPAHE.



IJIABA 4. COCTOSTHUE OTOPMHOJAPUHTOJIOrMYECKO MOMOILU
JETSIM C MYKOBUCLIUJI030M B POCCUIICKOI ®EJEPALIMU

CornacHO OTE€YEeCTBEHHBIM U 3apyOeKHbIM PEKOMEHJATEeNIbHBIM JIOKYMEHTaM, B
MEXKIMCIUIUIMHAPHYI0 KOMaHAy CIEHHUAINCTOB, OCYLIECTBIISIIOIINX BEICHUE NAllUEHTOB
¢ MB, nomxHbI OBITH BKIIOUEHBI BPAaYH-OTOPHUHOIIAPUHIOJIOTH, KOTOPHIE OCBEIOMIIEHBI O
cnenupuke 3aboneBaHUST M COOTBETCTBYIOIMX  METOAAX  OOCJIEeNOBaHUA U
IuHamMuueckoro HaoOmoneHusa. OHa moapa3yMeBaeT MPaBUIIbHYIO HHTEPIPETAIUIO
[MATOTHOMOHWYHOU 711 MB SHIOCKONMYECKOW W PEHTIEHOJIOTUYECKOM KApTHUHBI,
Ha3HAYeHUE CNelUu(pUYECKON HHTATSIUOHHOW MYKOJIUTHYECKOW (B T.4U. Mpernaparom
yenoBedeckol pexoMOuHanatHOW JIHaspl) u aHTHOAaKTepUanbHON Tepanmuu uepes
CreluaJbHble YCTPOMCTBA JIOCTABKM (MHTAJSATOPbl C MYJIbCUpYIOIIEH mopayei
BELIECTBA), OLIEHKY MHKPOOMOJIOTMYECKOIO CTaryca BEpPXHHUX JbIXaTENIbHbIX ITyTEH,
orpeiesieHue MoKa3aHui 1 00beMa XUPypruuecKoro JeUeHusl, 3HaHue 3aKOHOMEPHOCTEH
Pa3BUTUS AMUHOITIMKO3UJAHOW OTOBECTHOYJIOTOKCMYHOCTH, IyTE€H MapHIpyTH3aluu
IIALIMEHTOB HA PUHOXUPYPrUYECKOE JICUCHUE U T.1.

bosbuioii  OmBIT ~ OTOPUHOJIAPUHIOJIOTUYECKOTO U CYPAOJIOTMYECKOIO
CONIPOBOXKIEHUS JeTed ¢ MB M X PUHOXHPYPTHYECKOTO JICYECHMS, HAKOIUICHHBIA B
OI'BY HanmonansHbIN MEIUITUTHCKUN HUCCJIIEI0BATEIILCKUM LEHTP
otopunosapudroiornu  ®MBA Poccunm u TecHoe B3aumopeHncTBue ¢ Menuko-
FEHETUYECKMM Hay4YHbIM LeHTpoM uM. akagemuka H.II. boukoBa u lLleHTpom
MYKOBUCIUA03a MOCKOBCKOM 00JacTH  BBIABHJI  HEOOXOAMMOCTb  ONTHMM3AINU
OTOPUHOJIAPUHTOJIOTUYECKOM TMOMOIIM JAaHHOM TPYIIE MAalUEHTOB M IOBBIIIEHUS
HH(MOPMHUPOBAHHOCTH BPadyeH-OTOPUHOJAPUHTOJIOTOB 00 OCOOCHHOCTSIX IOPaKEHUS
JIOP-opranos npu MB. OcHoBOM /1Sl IJIaHUPOBaHUS 3TOM 00BEMHOI OPraHU3aMOHHO-
METOJUYECKON pabOThl JIOJDKHO CIY)KUTh OOBEKTHBHOE CYXJIEHHE O COCTOSHUU
npoOjieMbl Ha CETOAHSIIHMNA JE€Hb, YTO M CTajo MPEANOChUIKOW MJii JaHHOTO

rccienoBanus [254].
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B cBs13u ¢ 3TUM 11€51b10 3TOH YacTu paboThl cTajla OLIEHKAa 00eCIEYEeHHOCTH JeTei
¢ MB 0TOpHHOIapHUHIOJI0THYECKOM TOMOIIBIO M €€ COOTBETCTBUE IPUHATHIM CTaHAAPTAM
u Kiimandeckum pexoMenaanusm B pernoHax Poccuniickon denepannu.

C momoIp HENOCPEACTBEHHOIO B3auMoAencTBUA ¢ LleHTpaMu n oTneneHusMu
MyKOBHCLIMI03a B pernoHax Poccuiickon @enepanuy cpey NIaBHBIX CHEHUAINCTOB 110
MYKOBUCIUA03Y (KoopAMHATOpoB momomu AetaMm ¢ MB B cyObexte P®) Oblia
pacnpocTpaHeHa HHTEPAKTUBHAsL aHKETa Ha OCHOBE MHCTPYMEHTA AJIs CO3/1aHus (hopM u
OIPOCOB M aHajmu3a ux pesyasratoB Google Form ¢ co3gannem 6a3bl JaHHBIX OTBETOB.
Nupopmanus ObuIa TOTyUYeHA MO CIEAYIOIINUM HapaBICHUSIM:

— Hanuuue B cyobekTe LlenTpa MykoBUCIINI034;

— Hajmuuue B cocTase L{eHTpa mOoCTOSHHOTO KOHCYIBTaHTAa-0TOPHUHOJIAPUHIOJIOTa
WIM Bpaya-OTOPUHOJIAPUHIOJIOra B CyOBEKTE, OPUEHTUPOBAHHOTO B ipodiieme MB uiun
HOTPEOHOCTh B HEM IPU OTCYTCTBHY;

— IPUHATas NEPUOJUYHOCTb OCMOTPA OTOPUHOIAPUHIOJIOTOM;

— BO3pacT Hauaja HaOJIIOAEHHSI OTOPUHOIAPUHIOJIOTOM;

— yactora BemonHenus KT OHIT;

— BO3MOXHOCTh ITPOBEIEHHSI 3HIOCKOIMYECKOTO OCMOTpa IOJIOCTH HOCAa,
HOCOIJIOTKY;

— IPUOPUTETHBIE METO/bI UCCIIEOBAHNS CHHOHA3AJIBHOM 00J1acTH;

— HcInosb3yeMble HanpasiieHus Tepanun MB-acconunpoBanHoro XPC;

— MapupyTH3alusi Ha CypIOJIOTUYECKOe OOCIeIOBaHUE NETeH, MOITy4aroIInx
CUCTEMHYIO aHTHOAKTEpUAJIbHYIO TEPAIIUIO;

— IpPOBEACHME MOHMTOPUHra MHMKPO(QIOpPBl BEPXHUX [bIXaTEIbHBIX IIyTEH

1 B3auMojeicTBHE ¢ peepeHCHBIMU MUKPOOHOIOTHUECKUMHU JTabopaTopusmu [254].

4.1. Xapakrepuctuka L{eHTPOB-peCIOHIEHTOB, IPUHABIIUX Y4ACTHE
B AHKETHPOBAaHUU
3a nepuon 2022-2024 rr. monydeHo 58 orBeToB U3 45 cyobekToB Poccuiickoit

denepanumu.
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[IpeBblllIeHHE YHCIIOM OTBETOB KOJIMYECTBA PETMOHOB CBSA3aHO C HAJUYUEM B
KPYNHBIX CyObEKTax HEeCKOIbKUX LIEHTpOB W/WiM OTAENIeHU, OKAa3bIBAIOLIUX MTOMOIIh
netsm ¢ MB (Mocksa, Caunkr-IletepOypr u psn npyrux). OTBeThl MHOJIYYEHBI H3:
Apxanrenbckoi, AcTpaxaHckod, bpsHckol, Bmamumupckon, Bomrorpanackoi,
Boponexckon, Upkyrckon, Kanuaunrpanckon, Kanyxckon, Kemeposckoi, Kuposckon,
Kypckoit, Maraganckoit, MockoBckoit, Hmxeropoackoii, HoBocubupckoit, OMCKOI,
PoctoBckoii, Psa3zanckoi, Camapckoi, CeepayoBckoi, Tomckol, Tynbckoit, TromeHCKOM,
VnbsiHoBckoM, YensObunckon, SApocmaBckoit obmacterr, Pecnybmux bamkoprocras,
bypsartus, Kpeim, MopaoBusi, Tarapcran, Yamyprtus, Uysamms, KapauaeBo-Uepkecckoi
u Yeuenckoit Pecmybnuk, Anraiickoro, Kpachosipckoro, Ilepmckoro, Ilpumopckoro,
CraBpornonbckoro 1 XabapoBCKOTO Kpaes, a Takxke ropooB Mocksa, Cankt-IlerepOypr
u Cesacrononbs. HamsigHo reorpaduueckoe pacrpenesieHue pPeruoHOB, MPUHSBIIMX

y4acTHE B AaHKETUPOBAHUH, ITPEICTABICHO HA PUCYHKE 6.

Pucynok 6 — Kapra Poccun ¢ ykazaHueM peruoHOB, IPUHSBIINX YYACTHE B
AHKETUPOBAHUU O COCTOSTHUM OTOPUHOJIAPUHTOJIOTMYECKOW TOMOIIHU AeTsiM ¢ MB
(BBIICJICHBI KPACHBIM I[BETOM)

HecmoTtps Ha TO, YTO yKa3aHHBIE TEPPUTOPUHU COCTABIISIIOT BCero 52,9% ot uncna
cyobexToB Poccuiickoit denepanuu (Ha MOMEHT Hauyaja uccienoBanus B 2022 r),
cormmacHo «Peructpy nanmeHTOB € MykKoBuUCcHMA030M B Poccuiickonn ®denepanuu.

2021 rom» Ha Hux npoxkuBaeT 79,3% nereit ¢ MB (2284 peGenka), a B psijie perMOHOB
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OTCYTCTBYIOT clieliiayiu3upoBanHbie LleHTpsl 1 oTaenenus (Tabauna 12). 1o nmo3ossier

CUMTATh PE3yIbTAThI PEIPE3CHTATUBHBIMU (JIOBEPUTENbHAS BEPOSTHOCTH >99,7%) [254].

Tabnuua 12 — Pactipenenenue neteit ¢ MB no pernonam PO, npunsBmux yyactue
B QHKETUPOBAHUH O COCTOSIHUH OTOPHHOJIAPUHTOJIOTUYECKON TOMOIIH (COITIaCHO
Peructpy nanuentoB ¢ MB B Poccuiickoit ®deneparuu 3a 2021 rox)

Ne CyobekT PO AO0COJIIOTHOE YHCJI0 Yucao nereit
NAIHEHTOB A6c. (uer.) Orn. (%)
B Poccuiickoii @enepauuu 3969 2880 100%
1 MockBa 455 285 9,9%
2 MockoBckas 00J1acTh 256 191 6,7%
3 Bpsinckas o0nacTb 21 18 0,6%
4 | Bmamummpckas o0macTh 36 25 0,9%
5 | Boponexckas 00nacTb 80 58 2%
6 Kanyxckas obmactb 38 30 1%
7 Kypckas obmactp 13 11 0,4%
8 Ps3anckast 06macThb 24 18 0,6%
9 Tynbckast 00macTh 35 19 0,65%
10 | SpocnaBckast 001aCTh 52 28 1%
11 | Apxanrennckas 00JacTh 11 6 0,2%
12 Kanununrpazackas 29 25 0,9%
o0nacthb
13 Cankr-IleTepOypr 183 133 5%
14 | AcrpaxaHckas o0acTb 23 17 0,6%
15 | Bonrorpanckas o6mactb 47 40 1,4%
16 Pecny6anka Kpeim 69 51 1,8%
17 PocroBckas o0macth 121 93 3,2%
18 CeBacTomnoib 11 7 0,2%
19 Pecnybnuka 91 67 2,3%
bamkoprocran
20 KupoBckas o6mactb 42 33 1,1%
21 | Pecmybnuka MopnoBus 22 16 0,55%
22 | Hwxeropozackas 00J1acThb 117 90 3,1%
23 ITepMmckuii kpait 63 45 1,6%
24 Camapckas 061acTb 111 74 2,6%
25 | Pecny6mmka Tarapcran 133 84 2,9%
26 | Pecmybnmuka YamypTus 36 13 0,45%
27 VibsiHOBCKast 00J1aCTh 26 20 0,7%
28 | Pecnybnuka YyBammus 61 37 1,3%
29 | CaepanoBckas 001acTh 109 80 2,8%
30 Tromenckast 0051acThb 48 41 1,4%
31 YenaOuuckasa 001acTh 84 62 2,2%
32 Anraiickuil Kpai 63 56 1,9%
33 Wpkyrckas o6mactb 54 44 1,5%
34 | KemepoBckas 061acTh 60 48 1,7%
35 Kpacnosipckuii kpait 91 79 2, 7%
36 | HoBocubupckast 061acTb 80 56 1,9%
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37 Omckast 0051acThb 66 42 1,5
38 ToMckast 0011acTE 30 26 0,9%
39 Pecniyonuka Bypsitus 24 17 0,6%
40 Maranmanckast 001acThb 1 1 0,03%
41 [Tpumopckuii kpaii 54 32 1,1%
42 XabapoBcKHii Kpaii 47 34 1,2%
43 | KapauaeBo-Uepkecckas 23 22 0,8%
Pecnybnmka
44 | CraBpononbCKuil Kpai 75 51 1,8%
45 | Yeuenckas PecmyOnuka 61 59 2%
HToro B MpuHSABIIMX y4acTHE 3176 2284 79,3%
B aHKETHPOBAHUH PETHOHAX

Cpeaun 58 pecnonaenToB 27 (46,6%) npeacTaBisuid OTACJICHUS CTalMOHApPOB, a
31(53,4%) — amOynaropusie mnoapaszneneHus (LleHTpbl MykoBHcHMmO3a c/unu 0e3
JHEBHOTO  CTallMOHApa,  CHEIUATU3UpPOBAaHHBIE  KAOWMHETHI  KOHCYJIBTaTHBHO-

JIMarHOCTUYECKUX IIEHTPOB U T.I1.) (pUCYHOK 7) [254].

® AM6ynatopHble  ® CTauMOHapHble

Pucynok 7 — Pacnipenenenne yupex1eHUM-pECIOHACHTOB 110 TUILY OKa3aHUs
MEIUITUHCKOW moMoIiu (n=58)
4.2. CocTrosiHMe TMATHOCTHYECKOI OTOPHHOJIAPHHI0JIOTHYECKOM MOMOIIH
JAeTSIM ¢ MyKOBHCIHI030M
[TocTOSsIHHBIA KOHCYJIBTaHT-OTOPUHOJApUHroaor umeercss B 43 u3 58 (74,1%)
onpomieHHbIx  otaeneHuit/llenTpoB  (cormacHo  HanmMoHanbHOMY — KOHCEHCYCY
«MyKOBHCIIUIO3: OTpeAeNeHre, IUAarHOCTUYECKUE KPUTEPHUH, TEpamus», IITaTHOE

pacniucanue kpymHoro (200 u 6o1ee TpUKpETUICHHBIX TTarieHToB) L{enTpa npeamnonaraer
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HaJM4KMe Bpaya-OTOPUHOJAPUHTOJIOTA, a JJII MEHbIIUX — JOJKHBI OBITh OPraHW30BaHbI
KOHCYJIbTAIIMU crienuanuctamu [254; 255]).

Pacripenenenne orBetoB Ha Bompoc: «Hampasmsere nm Bel  gerer K
OTPENEICHHOMY Bpauy-OTOPUHOIAPUHIOJIOTY, OcBeaoMiIeHHOMY o creuuduke JIOP-

naroyioruu aeter ¢ MB?» npenctaBieHo Ha pUCYHKE §.

,4%

3,4%

® [1a, eCTb OTOPUHONAPUHIOOT, UMEIOLLMIA CNeLMann3MpoBaHHble 3HaHUA o MB

= OTOPUHONAPUHIONONN B PEFMOHE HE MMEIOT crneunanmsaumm no MB

= HeT, Ha61104at0TCA Y OTOPUHOMAPUHTO/IOra N0 MECTY UTE/IbCTBA
Hanpasasem K OTOPMHOMIAPUHIOIOram CTaLLMOHapa B pervoHe

= Hanpasnaem B JINY ¢pesepanbHOro yposHsa

Pucynok 8 — Pacnipenenenue Bpauei-oTOPUHOIAPUHTOJIOTOB, K KOTOPHIM HAIPaBJISIOT
nanyueHToB u3 otnencHuit/llenrpo MB, 1o cTeneHn KOMIETEHTHOCTH B Crieu(puKe
3aboeBanms (n=58)

[Tepunognunocte ocmorpa aered ¢ MB OTOPUHOIAPUHTOJIOTOM BapbUpOBajlia OT
€XKEKBAPTAIBHOTO J10 1 pasza B roji WM «I0 HEOOXOAUMOCTHY». PacripeaeneHue oTBeToB
NpeACTaBIeHO Ha pucyHke 9 (pexoMmeHaoBaHHas KoHceHCycoM TEepHOIUYHOCTD

HAOJIOIEHUS BpauOM-0TOpHHOIapuHToIoroM namuenta ¢ MB cocrasnser 1 pa3 B 6 mec.,

a ipu Hannuuu XPC — exekBapTaibHO [254; 255].
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B 1 pa3 B 3 mec

m 1 pa3 B 3-6 mec
W 1pa3B6mec
11 pa3 B 6-12 mec
H 1 pa3B 12 mec

M no HeO6XOAMMOCTM

Pucynok 9 — Hacrora HabmroneHrs OTOpUHOJIApUHTOIOTOM jeteid ¢ MB (n=58) [254]

N3 nguarpammbl BujHO, 4TO B OousbiiuHcTBE (77%) otnenenuit/LlenTpos
coOmonaercst pekomennoBanHasi Koncencycom uactora ocMoTpoB 1 pa3 B 3-6 mec. B
3aBucuMocTu oT Hannuus y nanuenta XPC. Kpowme Toro, 11 orBeroB (13,4%) orpaszuiu
NPAKTUKY YBEIMYEHHUS KpPAaTHOCTH HAONMIOACHMUS TPU HAJUYUU COOTBETCTBYIOIIHUX
KJIIMHWYeCKUX Moka3aHuil. Ilpu stom B 5% ciydaeB OTCYTCTBYET CUCTEMAaTHYECKUI
MOAXO0J K OTOPUHOJIAPUHTOJIOTMYECKOMY COIIPOBOXKACHUIO 1eTel ¢ MB 1 KoHCynpTanuu
CHEIHAINCTA BHIMOIHIIOTCS «II0 HEOOXOIUMOCTH.

AHaJOTUYHO OTCYTCTBYET €MHCTBO B ONPEIEICHUM MOMEHTA Hauasia HaOlMroeHUS

BPauOM-OTOPHUHOJIAPUHTOJIOTOM, YTO HAIVISIAHO OTPaXeHOo Ha pucyHKe 10.
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H c poxaeHusa

B C MOMEeHTa BepuduKaLmm amarHosa
"myKoBucumaos"

B Npu NOABNEHUM Kanob
c 3 mec

M c 6 mec

mclroaa

Hc2 net

Hc 3 net

B c5 ner

Pucynok 10 — MomeHT/Bo3pacT Havyasia HaOIIOAEHUS BPadOM-OTOPHUHOIAPUHTOJIOTOM
nereit ¢ MB (n=58)

Haubonee pacnpocTpaHeHHBIMH TOYKAMH Hadajla OTOPHMHOJAPUHIOJIOTHMYECKOTO
HAOMIONEeHUs1 OKa3almuch «c | roma» M «C MOMEHTa Bepu(UKALUK JHAarHO3a
«mykoBUCHUI03»». [Ipu aToM 5 LlenTpoB-pecnionaeHToB (8,6%), KOTOpble MPAKTUKYIOT
Oosee mo3aHee Havyao HAOMIOACHMs, BCE JK€ HAMPaBISIOT K crienuaiucty aerei ¢ MB B
OoJiee MITaIIeM BO3pacTe MPHU MOSBICHUHN KJIMHUYECKUX TTOKa3aHui [254].

[IpuoputeTHON METOAMKOW BHU3yalM3allil CUHOHAa3ajdbHON obmactu B 70,7%
ciy4yaeB ObUTa Ha3BaHA KOMITBIOTEpHAsi TOMOTpadusi OKOJIOHOCOBBIX TasyX, B 29,3% —
OCMOTp OTOPUHOJIAPUHTOJIOTA C TPOBEICHUEM IHA0CKOIUH MOJIOCTH HOCA U HOCOTJIOTKHU.
O BO3MOXHOCTM BBIIIOJIHEHUS DHJIOCKONUHU (Hamuuue oOOpyHdOBaHUS W/WIH
npodeccuoHanbHOro HaBbiKa) cooomwm 37 (63,8%) pecCrioHIEHTOB, 00 €€ OTCYTCTBUH —
14 (24,1%); y 7 (12,1%) nomo6HOI wuHpopManuu He ObUIO, YTO, BEPOSITHO,
CBUJETENBCTBYET O HEJOCTATOYHOW CTENEHH B3aUMOIEHUCTBHS MEXIY CHELUATUCTaMU
110 MYKOBUCLHI03Y M BpauaMHU-OTOPUHOIApUHTOJIOraMu [254].

[Tepuomuunocts BeimonHenus KT OHII, mo manabIM omipoca, konebanack ot 1 paza
B 6 mec. 10 1 pa3a B 2 roga (comtacHo Knuauueckum pexomeHaanusm «Kucto3Hbrit
¢bubpo3  (mykoBuciuao3)», npoeaeHue KT OHII (konycHo-ydeBOM  Wiu
MYJBTHCIIUPAJIEHOM) MMOKa3aHO MPU MEPBUYHOM OLIEHKE IaTOJOTMYECKOIo Ipolecca B

OKOJIOHOCOBBIX Ta3yXaX MW NpH MOATOTOBKE K KaXJAOMy PUHOXUPYPTHYECKOMY
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BMEIIIATEIIbCTBY, OJTHAKO C YYETOM BBICOKOW JIy4€BOM HArpy3Kd HE JIOJDKHO SIBISTHCS
CpPEACTBOM PYTHHHOTO TMHAMUYECKOTO HaOmoneHus [2]. B yactu pernoHOB Ha3HAuUCHUE
KOMITHIOTEPHONM TOMOTpapuyi MPOM3BOAMUTCS TOJBKO IO COITACOBAHHMIO C BPAYOM-
OTOPUHOJIAPUHTOJIOTOM HJIM B COOTBETCTBUM ¢ KIMHWYECKMMM pEKOMEHIAlUsIMU, T.C.
«TIpY NEPBUYHOMN OIIEHKE MATOJIOTMYECKOT0 MPOIIECCA B OKOJIOHOCOBBIX MMa3yXax U MpH
MOJITOTOBKE K KAKJIOMY PUHOXUPYPTAYECKOMY BMEMIATENIbCTBY». B 2-X pernoHax 1anHoe
uccienoBanue netsiM ¢ MB He BoinosiHsercs [254]. BapuaHTbl OTBETOB MPEICTABICHBI

Ha pucyHke 11.

H Npy NepBUYHO BbiABAEHHOM
naTosorMu, nepes, onepaTusHbIM
NleYeHem 1 Npu HazHaveHum
OTOPUHOIAPUHIOIOTOM

B nNpu HaszHavYeHuu
OTOPUHONAPUHIONI0TOM

m 1 pa3B6mec

1 pa3 B 6-12 mec

m1passrog

Pucynox 11 — [lepuoanunocts BeinoiaHenust KT OHII getsim ¢ MB (n=58) [40]

B 7 Uentpax (12,1%) B kauecTBe KOMMEHTapus ObL1a 0003HaYeHa HEOOXOAUMOCTh
6osee yactoro BeimosiHeHus: KT OHII B ciiydyae kiiMHUYECKOM HEOOXOAMMOCTH.

[Ipu 3TOM, BOIIPEKH pacpOCTPaHEHHOMY MHEHUIO O 00Jiee YacTOM BBIITOJIHCHUH
KT OHII B cranMoHapax NIpH KaXJAOW TOCHUTAIU3AIlMU, CPEeId COOOIIMUBIIMX O
MPOBEJICHUH HCCIICOBAaHUS €KErofHo Win 4ame Obuio yuib 40,7% cTainuoHapHBIX
otneneHuit u 59,7% amOynaTOPHBIX MOPA3IEICHHN; HAIIPOTHUB — CPEIU COOOITUBIITUX O

npoBeaeHun KT B coorBercTBUM ¢ KIMHMYECKMMHU pPEKOMEHIALUSIMU W/ WIA TIO
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HA3HAYEHUIO Bpaya-OTOPUHOJIAPUHTOJIOTa — CTAlMOHAPHBIE MOJPA3EICHHs] COCTABUIIU
66,7%.

Baxxnoit cocraBmstomnieit HaOmronmeHuss 3a  manueHtamu ¢ MB o sBhsercs
MOHUTOPHUHT OaKTEepUaTbHOU (IIOPHI IbIXATEIbHBIX IMyTEH, OJHAKO 3a4acTyio (B T.4. U B
COOTBETCTBUHM C PENIAMEHTUPYIOUIMMH JIOKyMEHTAMU) aHaJIU3y MOABEPracTcs JIMIIb
MOKpPOTa W/WJIM MaTepual ¢ 3a1Hel cTeHku moTku. Tem He meHee 38 LlenTpoB (65,5%)
IPOBOASAT MOHUTOPUHT (UIOPHI KaK HIDKHUX, TaK U BEPXHUX JbIXaTEIbHBIX yTEH, U JIUITh
17 (29,3%) BBIIONHSIOT MUKPOOUOIOTHYECKOE UCCIEIOBAHUE TOIBKO OTAE-TISIEMOTO U3
OpOHXO-JIETOYHOTO cerMeHTa. B 3-X peruoHax peryisipHbIi MHUKPOOUOIOTUYECKUM
MOHHUTOPUHT He mpoBoautca. YyTh Oosiee monoBuHBI LleHTpOB, cucTemMaTudecku
OPOBOIALINX  OAaKTEPUOJOTHUYECKUE HCCIENOBaHHUS  OTHACISIEMOr0 M3  BEPXHUX
InpIXaTenbHbIX — myTed,  (23/60,5%) s OaKTEpHONIOTrHYECKOM — IMarHOCTHKU
B3aMMOJICUCTBYIOT C PETHOHAIBHBIMU  MHKPOOHOJIOTHUYECKUMH  J1a00paTOpHUsIMHU,
15 (39,5%) — ¢ ceprudunmpoanubiMu denepanbHbIMU 1a00PATOPUIMHI, MAKCUMAJIBHO
YUUTBHIBAIOIIUMHU CIENU(DUKY MHKYOAUH U UACHTU(PUKALIMU MUKPOGIIOPHI, XapaKTEPHOU

115t MB [254] (pucyHok 12).

= hegepasibHble
pedeHc-
naéopaTtopuu

= permoHasbHble
nabopaTtopuu

65,5%

MOHUTOPMHI MUKPOIOPLI BEPXHWUX M HUMHUX AbIXaTeNbHbIX nyTe
® MOHUTOPHHI MMKPOMIOPbI TONBKO HWKHUX [bIXaTeNbHbIX NyTen

He npoeogutca

Pucynok 12 — Pacnipenenenue yapexaeHU-pecroHeHTOB 10 MTPaKTHKE MOHUTOPUHTA
Mukpodopsl y nereit ¢ MB (n=58)

Aynuonoruyeckoe 00CleOBaHUE JETeH, MOTyYUBIINX BHYTPUBEHHYIO TEPAIHIO

OTOBECTHUOYJIOTOKCUYHBIMU TpenaparamMu (MPexJae BCEro, aMHUHOTIMKO3UIaMH), B

COOTBCTCTBHMM C PCINIAMCHTUPYHOIMMH  JOKYMCHTAMH, IIPOBOAWUTCA ITAMCHTAM
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37 (63,8%) BritoueHHbIX B uccinenoBanue Llentpos u3 30 (66,6%) cyobextoB PO. Ctonb
MaJible TIOKa3aTeln, BEPOSTHO, CBA3aHbI WU C MTPOOIeMaMy MapIIpyTU3AINH MalliEHTOB
B cyprosorunueckue [leHTphl/KaOMHETHI, WM ¢ UMEIOMIMMCS KaIpOBBIM Je()HUIIMTOM
CypIoJloTUYecKod  cIykObl. Kpome Toro, Hemb3si HUCKIIOYUTH  OTCYTCTBHE
COOTBETCTBYIOLIEH HACTOPOKEHHOCTH Yy Bpayel-meauarpoB (CHEUUAIUCTOB IO
MYKOBHCITI03Y), HECMOTpsl Ha JeWcTBytomue KimHuueckue peKkoMeHIAIuu, 4YTO

MOATBEPIUIIOCH MPU aHAJIM3E PE3YJITAaTOB aHKETHUPOBAaHUS NallueHTOB (m1aBa 11) [254].

4.3. Cocrosinue Je4e0HOi OTOPUHOJIAPUHI0JIOTHYECKOI MOMOIIU AETAM
¢ MYKOBHCIHM/I030M

[Ipu otBete Ha Bompoc 00 wucnonb3yembix B LleHTpe/pernone meromax u
HarnpasieHusx JieueHus: MB-accomuupoBanHoro XPC pecrnoHAEHThl MOIJIA OTMETHUTH
CIEyIOIIME TMO3UIMU: HUppUTAllMOHHAs Tepanus (MIPOMBIBAHME HOCAa OOJIBIINM
00BbEMOM), COCYIOCYKMBAIOILIUE TMpEnaparbl, TOMUYECKUE AHTHUCENTHKH, TOMHYECKHE
[TIOKOKOPTUKOCTEPOUAbl (HEMPEPHIBHOE WM KYpCOBOE HMCIOJIb30BAHME), TPUMEHEHUE
JIOpHa3bl anbda B BUJIC MHTPaHA3AIbHBIX MyTHCUPYIOIINX UHTAJISIINN, a TAK)KE 100aBUTh
CBOM ONUMU. PacnpocCTpaHEHHOCTh NPUMEHSEMBIX JIEYEOHBIX  HAaNpaBJICHUUN

npescTaBieHa Ha pucyHke 13 [254].
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MHranaumMoHas aHTM6aKTepUaNbHAA M MYKOIMTUYECKaA Tepanus

(TMamdeHMKoNa MMUMHAT aueTHALMCTEMHAT) 3,4%

CUCTEMHAA MYKONMTHUYECKAA Tepanua 1,7%

CucTemHan aHTM6aKTepHanbHas Tepanua 1,7%

JeKoHrecTaHThbl 5,2%

Tonuyeckme aHTUCENTHKH 22 4%

MHTpaHazanbHbIe MKOKOKOKOPTUKOCTEPOMAbI (KypCami) 25,9%

HanpaeneHua Tepanum

MHTpaHasalbHbIE MIOKOKOKOPTMKOCTEPOMAbI

(ANMTENBHO/HenpepbIBHO) 65,5%

JlopHaza anbda (4epes MHranATop C NyNbCUPYIoLLEeN nojadqeit

BellecTsa) B7,9%

MppuraymoHan Tepanusa ('o6bEMHOE NPOMBIBAHME NOSIOCTH HOCA") 51,7%

0% 10% 20% 30% 40% 50% 60% 70% 80% 90% 100%

YacTtoTa HasHavYeHuA

Pucynoxk 13 — PacnpocTpaHeHHOCTh UCIIOIB30BaHMS HanpasieHui Tepanun XPC
y aetreit ¢ MB [254]

Haunbonee yacto HazHawaemoii Tepanueid no nosoay XPC y nereii ¢ MB (91,4%)
OKa3aJduCh MHTpPaHa3aJbHbIE [IIOKOKOPTUKOCTEPOUIbI, IMPUMEHSIEMbIE KakK Ha
MOCTOSIHHOM OCHOBE, Tak U Kypcamu (65,5% u 25,9% coorBeTcTBeHHO). [IpakTuecku
anajmornuHas goys llentpoB (87,9%) mnpakTUKyeT Ha3HaYeHUE JIOpHA3bl aibda
(uenmoBeueckas pekomOuHanTHas J[Ha3za), kotopas BBomutcs B mosnocth Hoca 1 OHII ¢
NOMOIIBI0O HMHTAJIATOpA C NYIbCUPYIOLIEH TMoAadeil BelecTBa (JOMOJHUTEIBHO K
«OHJIOOPOHXHMATHPHOMY» BBEJICHUIO C TIOMOIIBIO CTaHAAPTHOTO HeOymaifzepa). Jluimb B
MOJIOBUHE AHKETUPOBAHHBIX YUPEXKACHUI HA3HAYaeTCs WPPUTALMOHHAs Teparus
(51,7%). 3HaunTeNbHO peXKe B CHEKTP HA3HAUYCHUM BXOJSAT TONMUYECKUE AHTHUCEITHKH,
JIEKOHTECTAHThI, AaHTUOAKTepUATbHBIE W MYKOJIWTUYECKHE TMpenaparbl CHUCTEMHOTO
JIEUCTBUS.

IIpu pocrarounom pa3HooOpa3uu HampaBienuit tepanuu XPC Ha ¢one MB,
npemiaraeMbix B KimHMYeckux pexkoMmeHaanusax U KoHceHcyce, Kak MpaBuio,
MPUMEHsIEMOE B KOHKpETHOM l[eHTpe 4uciio BapuaHTOB JICUECHUS HE MPEBBIIMIACT TPEX
(74,1%), a B 12 yupexnenusx (11 pernonax) ucmonb3yercsi TOILKO OIHO U3 HUX: B 9 —

WHTpaHa3aJbHbIE  MHTAJSIMU  JOpHa30M ambda, B 3 — UWHTpaHA3aJIbHbBIC
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[JIIOKOKOPTUKOCTEPOUIbI, UYTO  NPEJCTaBISETCA  ONPEACICHHO  HEI0CTATOYHBIM.
Pacnpenenennie 1IeHTpPOB-pECIOHAEHTOB MO YHCIY HCHOJB3YEMbIX B MPAKTUKE

HanpasieHuil Tepanuu XPC y nereit ¢ MB nipencrasieno Ha pucyHke 14 [254].

nl

=3

Pucynok 14 — Pacnpenenenue uncia ucnonb3yeMmsix B LlenTpax MB nanpapienuii
tepariun XPC y nereii ¢ MB [254]

Hakonen, gpuHaibHBIM BONPOCOM NMPU aHKETUPOBAHUM MEAUATPOB-CIIEIIUATUCTOB
0 MYKOBHCIHJ03y OblIa MOTPEOHOCTh B HAJUYMU B PErHOHE OTOPHUHOJIAPUHIOJIOrA,
MMEIOIIIETO PACHIMPEHHbIE 3HAHUS U KOMIIETEHIIMU B OTHOILLIEHUHU JaHHOTO 3a00JI€BaHUS.

Ha stot Bonpoc nonoxutensHo otBeTHI S1 (87,9%) pecroHaeHT.

3akiouenue
3a  TpexJeTHWM  mepuog  HaMM  OBLI  TPOBEICHO  AHKETUPOBAHUE
58 LlenTpoB/oTnenenuii MykoBucuuao3a B 45 cyobekrax Poccuiickoit denepanuu, B
KOTOPBIX IpokuBaeT 79,3% ot Bcex poccuiickux aereid ¢ MB. D10 no3Bosiser cunrarb
pe3yNbTaThl PENPE3CHTATUBHBIMU M OPUEHTUPOBATHCS HA HHUX B JaJIbHEHIIEH
OpraHU3alMOHHO-METOINYECKOM pabore o COBEPLIEHCTBOBAHUIO
OTOPHUHOJIAPUHTOJIOTHUYECKOM MOMOIIHU IeTsIM ¢ MB.
AHanu3 pe3yabTaTOB aHKETUPOBAHUS IOKAa3aJl, YTO HECMOTPSA Ha TO, YTO B COCTABE

74,1% LlentpoB/oTneneHuit UMeeTcsi KOHCYJIBTaHT-OTOPUHOJIAPUHTOJIOT, MOTPEOHOCTh B
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CHelUaIucTax, oOJalaloNMX pACIIMPEHHBIMU 3HAHUSIMA O HIOAHCAX TEUYEHUS,
JIMarHOCTUKHU, KOHCEPBAaTUBHOIO U XUpyprudeckoro yeuenus JIOP-naromoruu y nerei ¢
MB ocraercs Beicokoit. B 33% yupexnenuit He cobmtonaeTcsi peKOMEH10BaHHas YacToTa
HAOJIIOZICHUSI OTOPUHOJIAPUHTOJIOTOM, a TO3HEE Haualio HaboaeH s (B BO3pacTte 2-X JIeT
u crapuie B 31% ciiydaeB), BEpOSATHO, CBA3AHO C HEJOCTATOYHOM OCBEIOMIICHHOCTHIO
Bpadyeu-NeuaTpoB O BO3PACTHOM AHATOMMHU OKOJIOHOCOBBIX IIa3yX M BO3PACTHOU
snuaeMuonorun  aebwra  MB-acconuupoBanHoro  XPC.  OueBugHO — peakoe
WCIIOJIb30BAHUE H/IOCKONMYECKOM MUarHoCTUKU nopaxkenus JIOP-opraHoB y nereil ¢
MB, 4TO TIPEANONOKUTEIHPHO MOXXKHO OOBSACHUTH Kak MpoOIeMaMH B3aUMOEHCTBHS C
OTOPUHOJIAPUHTOJIOTMYECKON CITy>KOOW, TaK M OTCYTCTBUEM JOJKHOTO OCHAIEHUS
pabourx MeCT OTOPUHOJIAPUHTOJIOTOB Ha 0a3ze LleHTpoB/oTaeneHnii MyKOBHCIIHN103a HITH
B COTPYIHUYAIONINX C HUMHU TPOPUILHBIX OTACICHUSIX/KaOMHETAX WIJIM HABBIKOB paOOTHI
C DHJOCKOIIMYECKOM TEXHUKOM. lIpHOpHUTETHBIM METOAOM BHU3yaIM3allMM OCTACTCS
KOMITBIOTEpPHAsi TOMOrpadusi OKOJIOHOCOBBIX ma3yx. Ilpm sTomM HamewaeTcs
MOJIOKUTENbHAS TEHICHIIMS 0TKa3a CTAllMOHAPHBIX MojpasieaeHui oT BbinogHeHus KT
KaXaple Moarofa-rog (mpu Kaxaod rocnuTanuzanuu). Hampotus, OONBIIMHCTBO
amOynatopubeix llenTpoB wucnone3ytor KT npns auHamudeckoro HaOMOACHHS, HE
YUHUTBIBas TOJOBYIHO M CyMMapHYyIO Jy4yeByr0 Harpysky. IIpakrukyrommiics B 65,5%
[{leHTpOB MOHUTOPUHT (PIIOPHI BEPXHUX JILIXaTEIBHBIX IMyTEH OTpakaeT HapacTarolee
OCO3HAHME CIIEIUATUCTAMH M0 MYKOBUCUMIO03Y BaXKHOCTH moioctu Hoca u OHII kak
pe3epByapa MaToreHHou (IIOpbl, BIMUSIONIET0 Ha TeYeHHuEe OPOHXO-JIErOUHOTO MpoIecca.
Cnextp HampasieHnii Tepanuu MB-accounnpoBanHoro XPC mpencraBnsercs
HeZoCTarouHbIM B OonbiivHCTBE LlenTpoB: B 74,1% mnoapasaeneHuil UCONb3YeTCs HE
Oonee 3-x HanpasieHuil. HeonpapnaHHO peko Ha3HAYaeTCsl UPPUTALMOHHAS Tepanus U
TOMUYECKUE CPEICTBA C AaHTUOAKTEPUAIbHOW W aAHTUCENTUYECKOM aKTUBHOCTHIO.
[TpoBeneHHbIN OMpoc Moka3an U ASPUIUT CYpIOJIOTUYECKOTO COMPOBOXKIECHUS JIeTEH C
MB, «koTOpblii MOXET OBITh CBSI3aH KAaK C OTCYTCTBUEM COOTBETCTBYIOIIEH
HAaCTOPOXKEHHOCTHU Y JIEYalllUX Bpadyeu-MeauarpoB, TaKk U OObEKTUBHBIMU MpoOIeMamMu
OpraHu3ally CypAOJIOTrHUECKOl CIIy>KObl B pErMOHaX U TPYAHOCTSIMH MapUIpyTHU3ALNH

MMaICHTOB.
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CrpemurensHoe pa3BuTHE 3(P()EKTUBHBIX METOJOB JICUEHUS MYKOBHCIIHMJI03a KaK
HOJIMOPTaHHOTO 3a00jeBaHus TpeOyeT ydacTus U NpoeCcCHOHAIBHOTO Pa3BUTHUS BCEX
CHEIMAIMCTOB, BOBJICUEHHBIX B 3TOT Mpouecc. OueBuaHa HEOOXOIUMOCTh BKIIIOUCHHUS B
paboty lLleHTpoB MyKOBHUCIM/1032 OTOPUHOJAPUHIOJIOIOB, HMMEKOIIUX YIIyOJICHHbIE
3HaHUS B 3TOM 001acTH, a TAaK)Ke IMOBBIIICHUE 3HAHUU IMEAUATPOB-CIIEHUATIUCTOB IO
MyKOBUCIUA03Y 0 nopaxkeHun JIOP-opranos Ha ¢one nanHoro 3aboneBanus. B cBs3u ¢
TUM B HanmonansHoM MEIULIMHCKOM UCCIIEI0BATEIBCKOM LEHTpE
oropunonapunrojgorun ®MBA Poccun B paMkax JaHHOM HCCIIENOBATEIbCKON paOOThI
Obuta paspabotaHa W BHeApeHa JlomonHuTenbHas MnpodeccuoHadbHas IporpaMmma
NOBBILICHUS KBTH(pUKanu « MyKOBHUCLU03 B OTOPUHOJIIAPUHIOJIOTMUYECKOM MPaKTHUKE
(Mo crenranbHOCTH «OTOPUHOIAPUHTONIOTUS») (IpHIIoKeHHeE 1).

[lonobHass moOAroTOBKa Bpayeil, a TaKXKe MEepPeCMOTpP IUTATHBIX PACIHUCAHUIMA
LlenTpoB  MyKOBUCIHI03a, (GOpMUpOBAaHHE  pabOUYUX  MECT  KOHCYJIbTAHTOB-
OTOPUHOJIAPUHIOJIOTOB U OCHALIEHHME HUX COBPEMEHHBIM 3HJOCKOIIMYECKUM U
ayIMOJIOTUYECKUM O0OpYIOBaHUEM, ONIPEIETICHUE IMyTEeH MapIIPyTU3alMK TallUEHTOB B
CITY>KOBI JTy4eBOMI JMArHOCTHKH, CYpZAOJIOTHH, CIEMaJIU3UPOBAHHBIE
PUHOXUPYPIMUECKUE CTallMOHApbl JOJDKHBI JIMKBUJIMPOBATh BBIABICHHBIE B XOJIE

MPOBEAECHHOTO HAMH AaHKETUPOBAHUS HEIOCTATKU [254].



I'JTIABA 5. ACCOIMAIIMA XPOHUYECKOI'O PUHOCHUHYCHUTA
C IPYTUMMU NPOABJEHUSIMHA MYKOBUCIIUJIO3A Y IETEA

XPpOHUYECKUN PUHOCUHYCUT SIBJIICTCS OJJHUM W3 MHOTHX CBSI3aHHBIX €IHHBIM
MaTOTEHE30M TMPOSBICHUM MYKOBUCIHA03a. B3auMOCBsI3b MEXy (YHKIIMOHAIBHBIM
COCTOSIHUEM CHHOHA3aJIbHOW 00JIaCTH, OPOHXOJIETOYHBIM CETMEHTOM PECIUPATOPHOTO
TpakTa U JPYTMMU OpraHaMM M CHUCTEMaMHM OpPraHOB BCErO OpPraHU3Ma HU3BECTHBI U
JIOKa3aHbl. DTO TO3BOJISET MPEANONIOKUTh HATMYME TOJOOHBIX 3aBUCUMOCTEH Kak B
naToreHese, Tak W B KJIMHUKE MYKOBUCIHI03a. AHanmu3 Oonpmux 0a3 NaHHBIX (B
4acTHOCTU, Perucrpa mamueHTOB € MYKOBUCIMAO30M) IIO3BOJISIET MPOBEPUTH ITY
TUIIOTE3Y C BBICOKOM T0CTOBEPHOCTHIO.

Ha wnacrosieM nranme B uccienoBanue Oblid BKIOUueHb! 2014 manueHTOB B
Bo3pacte oT 0 mo 18 ser ¢ aMarHo3oM MyKOBHCUHI03. VICMOnb30BaivcCh JaHHBIC
«Peructpa marueHToB ¢ MyKoBUCHU030M B Poccuiickoit ®eneparuu 2021 roga» [8]
(manee — «Peructpy»). ®opmar Peructpa namuentoB PO coorsercTByeT EBpomneiickomy
Peructpy [25].

JlnarHo3 «MyKOBHCIIMJIO3» Y BCE€X BKJIIOYEHHBIX B Peructp mnanueHToB ObLI
YCTAHOBJIEH B COOTBETCTBUM C KPUTEPUAMHU COOTBETCTBYIOIIMX KIIMHUYECKHX
peKoMeHanui [2].

JTo 2019 roma BKJIIOUHUTENBHO E€IMHCTBEHHBIM IapaMETPOM, XaPaKTEPU3YIOLIUM
COCTOSIHME BEPXHHX JIBIXaTEIbHBIX MyTEeW B €XerogHoM Peructpe manueHToB, OBLIO
HaJIMYue UM OTCYTCTBHE MOJUIOB B 1osiocTy Hoca. C 2020 roga no Halle HHUIMATUBE
B Perucrpe yuuThIBanMCh creAyronme XapakTepUCTUKH B oTHowmeHuun XPC:
Hannune/orcyrctBue XPC, xapakrepuctuka XPC B cOOTBETCTBUU C KiaccudUKaIuei
EPOS (XPC ¢ nazanbnbiM nonumno3om/XPC 6e3 HazanpHOrO nonumnosa), a ¢ 2021 roxa
TaKKE€  yKa3aHbl  MAIMEHTHl, KOTOPHIM  BBINOJHSJIUCh  PUHOXHPYPTHUUECKUE
BMeIIarenbcTBa o moBoay XPC. 310 M03BOJIUIIO HA METOJUYECKU HOBOM, 10 CPABHEHUIO
C TPEANIeCTBYIOIIMMU padoTaMu ypOBHE, TMPOCICIUTH B3aUMOCBS3b  MEXIY

xapakrepuctukamMu XPC u IpyrumMu MyJabTUCUCTEMHBIMU TIposBIeHUIMU MB.
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5.1. O0masi XapaKkTepuCcTHKA AeTeil ¢ XPOHUYeCKMM PUHOCHHYCHTOM,

BKJIIOYEHHBIX B Peructp naumeHToB ¢ MykoBucunao3om P® 2021 roaa

N3 2014 mauuentoB 775 (38%) nabmoganuck 6e3 MpU3HAKOB CUHYycuTa, y 1239
(62%) nuarHOCTHMpPOBAaH XPOHMUYECKUW PUHOCUHYCHUT. Bce netu ObUIM pa3iesieHbl Mo
rpynnam B 3aBUCUMOCTHU OT HAJIMYUS HIIM OTCYTCTBUSL XPOHHUYECKOTO CHHYCUTA, HATMYUS
WIM OTCYTCTBHSI HA3aJbHOIO MOJMII03a U BBHIIOJHEHHOIO B aHAMHE3€ OIEPATUBHOIO
BMematesbetBa Ha OHIL. ChopmupoBaHbl clieayromye rpynnbl CpaBHEHUS:

I rpynima (n=2014) — Bce netu, BKIIOUEHHbIE B Peructp, KOTopeie ObUIN pa3/ieeHbl
N0 TMpU3HAKYy HAJIUYUSA XPOHUYECKOTO PUHOCHHYCUTa (C 1eJIbI0 CpaBHEHUS
chopmupoBaHsl Takke noArpymisl: la — 6e3 XPC; 16 — ¢ XPC).

IT rpynna (n=1239) — TONBKO AETH C XPOHUYECKUM PHUHOCHUHYCUTOM, KOTOPbHIE
ObLIM pa3ferieHbl MO TPU3HAKY HA3aJdbHOTO TOJUIO3a (C UENbl0 CpaBHEHUS
chopmupoBanbl noarpynmsl: [la —XPC ¢ HazanpabiM monunosom; 16 — XPC 0Ges
HA3aJIbHOTO MOJIUII03a).

III rpynna (n=1239) — netTu ¢ XpOHUYECKUM PUHOCHHYCUTOM, KOTOPhIC OBLIN
pa3zesnieHbl 0 MPU3HAKY BHIIOJIHEHHS oneparuBHOro BMemarensersa Ha OHII (¢ nenbro
cpaBHeHHs chopmupoBanbl noarpynmnel: Illa  —  omepupopanuwie; 1116 —
HeornepupoBaHHbie). [Ipu 3ToM moArpymnmy ManueHTOB, KOTOPHIM Obliia BBITOJHEHA
onepanus Ha OHII, MOXHO OTOXIECTBIATH ¢ Hambosee TsokenbiM TedeHuem XPC,
OJTHAKO C TOIMpPaBKON Ha OTCYTCTBUE €JIMHBIX KPUTEPUEB OTOOpa HA XUPYPrUueCcKoe
aeyenue. Takum oOpa3oM, (akT BBIIOJHEHHUS OMNEPATMBHOIO BMEIIATEIHCTBA
paccMaTpHBaiICs Kak CyppOraTHbIM KpUTEpU TAHKECTH 3a00JI€BaHMUS.

Kak BHIHO W3 XapaKTepUCTUK TpyMM, AJis BBISIBICHHUS WHTEPECYIOMIMX Hac
B3aMMOCBSI3€1, IPUMEHEH MPUHIUIT UX B3aMOIOIIONIEHUS U IIEPECEUCHHUS.

Kaxxnas rpynna/noarpynia Osuia pa3zienena mno Bospacty — ot 0 1o 6 sert, ot 7 10
10 ner u or 11 mo 17 ner. Pacnpenenenue mno rpymnmnam, MOATpyHnaM U BO3PacTy

npencTasieHo B Tabmuue 13.
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Tabnuua 13 — Pacnpenenenue aeteit ¢ MB no npusnaky Hanmuuus uil orcyTcTBus XPC
U €ro XapakTepucTuk (mo ganHbiM Peructpa marmentoB ¢ MB PO 2021 rona, n=2014)

I'pynnbi Bo3pacr | Bce 1eTH 0-6 JIET 7-10 JIET | 11-17 JIET
CpaBHEHHs Hoarpynnsi n (a6¢)/% n (a06c)/% | n (a6¢.)/% | n (adc)/%
B 3aBucumoctn ot Hanmuust XPC (n=2014)

I rpynma Ia 6e3 XPC 775/38,48% | 505/65,16% | 132/17,03% | 138/17,81%

(Bce netw B 10 c XPC 1239/61,52% | 255/20,58% | 384/30,99% | 600/48,42%

Peructpe B

3aBHCUMOCTH

ot Hanmuust XPC)

Htoro 2014/100% | 760/37,73% | 516/25,62% | 738/36,64%
C XPC B 3aBUCHMMOCTH OT HaJM4Us Ha3aJbHOTO nosumno3a (n=1239)

II rpynma JIE] XPC ¢ HII 701/56,58% | 115/16,41% | 210/29,95% | 376/53,63%

(Bce netm ¢ XPC | 116 | XPC Ge3 HIT | 538/43,42% | 137/25,46% | 176/32,71% | 225/41,82%

B 3aBHCUMOCTH

OT HaJINYUs

Ha3aJIbHOTO

TIOJTUII03A)

Htoro 1239/100% | 252/20,34% | 386/31,15% | 601/48,51%

C XPC B 3aBucum

OCTH OT BBITIOJIHEHUSI pUHOXUPYPTHYECKUX BMeareabeTB (n=1239)

III rpynna

(Bce getu ¢ XPC
B 3aBHCHUMOCTH
OT BBITIOJTHCHHUS
orepanuu

Ha OHII)

IIla

OTIepUPOBaHHBIC

115/9,28%

23/20,0%

32/27,82%

60/52,17%

1116

HEOIepUpPOBaH-
HBbIE

1124/90,72%

210/18,68%

319/28,38%

480/42,70%

Hroro

1239/100%

233

351

540

ITo nmannbiM Peructpa, 61,52% marmeHTaM AETCKOTO BO3pacTa ObLI YCTaHOBIICH

JIMAarHo3 «XpOHUYECKH pUHOCUHYcHT». B Bo3pacte 11-17 ner ormedanace camas

BbIcOKast yactora XPC — 48,42%, B TO BpeMsl Kak B MJaJquIel BO3pacTHOM rpymre, ot 0

1o 6 net, B 2,4 pa3a ke — 20,58%, a y gereit ot 7 1o 10 mer yactora XpOHUYECKOTO

puHOCcuHycuTa coctasuia 30,99%.

B rpynne nanuentoB ¢ XPC npeoGnananu 00bHBIE ¢ Ha3aJIbHBIM MOJIUIIO30M —

701/56,58%, ¢ MakCHMMaLHBIM YHUCIIOM JieTel B moArpymme oT 11 go 17 net — 53,63%. YV

nererd [ m Il BozpacTHBIX moAarpymnm yactora nosmnosa cocrasisia 16,41% u 29,95%

COOTBETCTBEHHO. OnepupoBaHHbIE (CyMMapHO y4uThIBaJIUCh naiueHTsl ¢ XPC ¢ u 6e3

Ha3aJpbHOTO monuno3a) coctaBwin 115/9,28%. Haubonpliiee 4uciao onepupoBaHHBIX

NAIlMEHTOB 3aKOHOMEPHO 3a(UKCUPOBAHO B CTaplilieil Bo3pacTHOM rpymne — 52,17% 3a

CUET KyMYJSITUBHOM COOBITUITHOCTH.
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IIo IMOJ1y IMAaOMCHTHEI B I'pylIiax HC pas3jindyainChb. CpCI[I/I MaJIBbYUKOB U ACBOYCK

oIMHakoBO yacto peructpupoBain XPC, mnonuno3 Hoca u  (pakT mnpoBeAeHUsS

XUPYprudeckoro jedenus (tTabnuma 14).

Tabnuua 14 — I'enaepHoe pacnpenesieHue 1eTei, BKIIOUeHHBIX B Peructp namueHToB
¢ MB P® 2021 rona, B uzyuaembix rpymnmnax (n=2014)

I'pynnsi Hoarpynmnbi IMon JlocToBepHOCTH

CpaBHCHMS MAJBYHKH | fAeBoukn |ATOIQ| Pasauuuii, p
n (a6c.)/% | n (a6c.)/% | n (abc.)

[ rpynma (Bce netn B| la 6e3 XPC 409/52,8% | 366/47,2% 775 p=0,114

Perucrpe B 16 ¢ XPC 609/49,2% | 630/50,8% 1239

3aBUCUMOCTH OT

Hamuunst XPC)

II rpynma (Bce metu | Ila XPC ¢ HII 333/47,5% | 368/52,5% 701 p=0,185

c XPCs 116 XPC 6e3 HIT | 276/51,3% | 262/48,7% 538

3aBUCUMOCTH OT

HAJTAYHS

Ha3aJIbHOTO

TIOJTUTI032)

I rpynma (Bce netu | Illa |omepupoBannsie| 61/53,0% | 54/47,0% 115 p=0,381

cXPCs I116 | mHeonepuposan- | 550/48,8% | 578/51,2% 1128

3aBUCUMOCTH OT HBIC

BBITTOJTHCHHUSI

onepannu Ha OHIT)

Ilpumeuanue: Cratuctudeckas o0OpaboTKa JUIsl aHaJIN3a HOMUHAJIBHBIX JaHHBIX TPOBOAMIIACH
C UCIOJI30BaHUEM KpuTepust Xu-kpaapar [Iupcona

CraTtucTudyecku 3Ha4MMOW pasHUIBI reHaepHoro cocrasa noarpynn B I, IT u III

rpynmnax cpaBHEHHUs HE MOJIYYEHO, YTO JIEMOHCTPUPYET UX COMOCTABUMOCTH (KOHTPOJIb

COMOCTAaBUMOCTH) M OTCYTCTBHE BIMUSIHUS ToJ1a Ha popmupoBanue XPC.

beutn mpoananu3upoBaHbl MeAuaHbl Bo3pacTta nere ¢ MB Bo Bcex rpymnmax.

Bo3pacTHbie 0COOCHHOCTH pacmpe/iesieHHs MallMeHTOB MpeCTaBleHbl B TabauIe 15.

Tabnuua 15 — Pacnipenenenue neteit, BkitodeHHbIX B Peructp nanuentos ¢ MB PO
2021 roxa, 1Mo Bo3pacTy B U3ydaemsbix rpymmax (n=2014)

I'pynnbi IMoarpynmnsi n (abc.) | Meanana, | Q25, Q75, HJocrosep-

CpaBHeHMA Jer Jer Jiet HOCTh
pas3auyduii, p

I rpynmna Ia 6e3 XPC 775 4,9 2,1 9,2 p<0,001

(Bce netn 16 ¢ XPC 1239 10,8 7,5 14,0

B Peructpe

B 3aBUCUMOCTH OT

Hanuuns XPC)
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BBITTOJTHEHHS
orepanuu
Ha OHII)

BaHHBIC

II rpynna I[la | XPCcHII 701 11,4 8,2 14,1 p<0,001
(Bce netu ¢ XPC II6 | XPC 6e3 HIT 538 10,1 6,8 13,6

B 3aBUCUMOCTH OT

HaJIM4Ust

Ha3aJbHOTO

TIOJTUII03A)

III rpynna [lla | onmepupoBa- 115 11,1 7,3 14,2 p=0,785
(Bce netu ¢ XPC HHBIC

B 3aBUCHUMOCTH oT | III6 | Heomepupo- 1128 10,7 7,5 14,0

Ipumeuanus: YXvupubm mpudToM BbieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHaJINn3a KOJIMYCCTBCHHBIX JaHHBIX IMTPOBOANIACH C UCITOJIB30BAHUCM
Kkputepusi ManHa- YUTHH.

[Ipu aHanmu3e cpeaHero BO3pacTa MAIMEHTOB 0€3 U C TMOPaXEHUEM BEPXHUX
JBIXaTEJIbHBIX IyTEH MOTYYEHbl CTATUCTUYECKH 3HaYuMble paznunuus: Me [Q25;Q75] y
nanueHToB 6e3 XPC cocraBmia 4,9 [2,1;9,2] net, ¢ XPC - 10,8 [7,5;14,0] net (p<0,001).
AHaJIOTHYHO pa3HUIla MeIuaHbl Bo3pacTta HaOmromaeTcs Bo Il rpymnme geredt (mpu
cpaBHenuu rpynmsl aereii ¢ MB u XPC ¢ HazanpHBIM monumno3oMm u 6e3 Hero). Jleru,
crpanatomue XPC ¢ HII nocrosepno crapme (11,4 [8,2;14,1] net), uem netu ¢ XPC 6e3
HII (10,1 [6,8;13,4] net) (p<0,001). IIpu 3TOM BO3pacT onepupoBaHHbIX 110 ToBOY XPC

N HCOIICPUPOBAHHBIX I[eTeI\/'I HEC OT/INYaJICH.

PacnpeﬂeneHI/Ie YKClia MadrCHTOB C ITOPAXKCHUCM BEPXHUX AbIXATCIbHBIX HYTeﬁ B

3aBUCHMOCTH OT BO3pacTa MPEJCTaBICHO Ha PHCYHKe 15.
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Pucynok 15 — Pacnpenenenue uucia nainueHToB ¢ nopaxenuem B/III B 3aBucumoctu
OT BO3pacTa
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Buano, uro uymcno mamuentoB ¢ XPC pacteT ¢ yBeIWYEHHEM BO3pacTa, C
MAaKCHMaJIbHOW 4YacTOTOM B MpoMexyTke oT 8 a0 14 nmer. YUucimo maIMeHTOoB,
onepupoBaHHbIX 10 TOBoAY XPC MakCMMallbHO YBEJIMUUBAETCA B BO3PACTHOM IMEPUOJIEC
¢ 8 10 13 neT ¢ MOBTOPHBIM MOABEMOM UKCIIa ONIEPUPOBAHHBIX MOJIPOCTKOB B BO3PACTE C
15 mo 17 ner.

Ha pucynke 16 npoieMOHCTpHUpPOBAH POCT KyMYJISTUBHOM YacCTOTHI MOPAXKEHUS

BEPXHUX JBIXaTENIbHBIX ITyTEH C BO3PACTOM.
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BoapacrT, rogpl

Pucynox 16 — Kymynstusnoe unciio narueaToB ¢ XPC Ha pone MB B 3aBucuMocTH
OT BO3pacTa

C BO3pacToM HapacTaeT HaKOIUIEHHas (KyMYJISITUBHAsl) 4acTOTa IMAIlUEHTOB W3
Bcex rpymil — ¢ XPC (kak ¢ XPC ¢ HII, tak u XPC 6e3 HII) u onepupoBaHHBIX.

Takum o6pazom, netu ¢ XPC 3Haunmmo crapuie manueHtoB 0e3 XPC, a ¢
MOJIMIIO30M — CTapie aerei 6e3 monumnosa. [lepBoe mo3BoNAET caenarh 3aKIOYeHUE O
TOM, YTO CUHYCHUT (DOPMUPYETCSI C BO3PACTOM, OJHAKO OTYACTH 3TO MOXKET OBITh CBS3aHO
¢ Bepudukanuend nuarto3a B 0ojiee cTapiieM BO3pacTe, KOTIa CTAHOBUTCS BO3MOXKHO
BeinontHeHue KT OHII 6e3 Hapko3a. Bropoe nmo3Bosiset npeanonoxuts, 4to XPC 6e3 HIT
u XPC c HII aBasitoTcsa mocienoBareIbHBIMUA CTAaUsIMUA OJTHOTO M TOTO K€ Ipoliecca,

KOTOPBIN MPOTrPECCUPYET C BO3PACTOM.
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5.2. B3anMocCBsI3b XpPOHHYECKOI0 PUHOCHHYCHTA C OCHOBHBIMM
xapakrepucTukamu Tedyenuss MB y nereu

B ngannom  pasmene  pa®oTrhl  ObUIM  MpOAHANIU3HPOBAHBI  OCHOBHBIC
JMAarHOCTUYECKUE KpUTEepUU (BO3pacT YCTAHOBJEHUS  JUArHo3a, pe3yJbTaThl
HEOHATAJIbHOIO CKPUHHMHIAa HAa MYKOBHMCIHMJI03, XapakTep TE€HOTHUIIA) U KIMHUYECKUE
nokasarenu (mapamerpsl (yHKIMK BHemmHero nbixanus (PBJl), mHAEKC Macchl Tena
(MUMT), nposiBnienus u ocinoxHeHust MB u nomygaemast Tepanusi), yaTeHHble B Peructpe
Y COOTBETCTBEHHO B M3y4YaeMbIX rpynmnax. Yuciao naiueHToB B Ipynnax B 3aBUCUMOCTH
OT U3y4aeMOro KpUTEepHUs MOIJIO ObITh MEHBIIIE W3HAYATBHO 3a8BJICHHOIO ISl TPYIIBI B
CBSI3M C OTCYTCTBUEM JAaHHBIX B Perucrpe y HEKOTOPHIX MALMEHTOB IO TEM WA WHBIM
XapaKTEPUCTUKAM.

Bo3spacT ycTaHOBIEHUS IHArHO3a «MYKOBUCIU03» B H3y4aeMbIX IPyINax IETEw,
[0 JIaHHBIM PETHCTpa NALMEHTOB ¢ MyKoBHCIH1030M B P® 2021 roga, mpeacrtasieH B

tabmure 16.

Tabnuua 16 — Bo3pacT ycTaHOBIEHHUS TUAarHO3a «MYKOBHUCITU03» B U3y4aeMbIX
rpymnnax, no aaHubeiM Perucrpa nmanuentoB ¢ MB B PO 2021 roga

I'pynnsi Hoarpynmnsel n (abc.) | M,aer | £SD, |/locToBepHOCTH
CpaBHEHUS JIeT pa3an4uid, p

I rpynma Ia 6e3 XPC 769 0,8 2,0 1<0,001
(Bce meTH B 16 ¢ XPC 1227 1,3 2,6
Peructpe B
3aBHCHUMOCTH OT
Hamuunst XPC)
II rpynma Ila XPC ¢ HIT 692 1,31 2,5 p=0,008
(Bce netu ¢ XPC 116 XPC 6e3 HII 535 1,25 2,6
B 3aBHCHUMOCTH OT
HATHYUS
HA3aJIbHOTO
TIOJTUII03A)

III rpynna IITa ONEPUPOBAHHbBIE 115 1,4 3,1 p=0,159
(Bce netu ¢ XPC 1116 HEOIePUPOBAHHBIC 1116 1,3 2,5
B 3aBHCHUMOCTH OT
BBITIOJTHCHHUST
orepanuu Ha
OHI)

Ipumeuanus: XXupasiMm mipudToM BhIEICHBI ToKazarenu p<0,05

Craructuueckas 00paboTKa I aHAJIN3a KOJTMYECTBEHHBIX JIaHHBIX ITPOBOAMIIACH C UCIIOJIB30BAaHUEM
Kpurepuss MaHHa- YUTHU.
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JlocTOBEpHO 3HAUMMOE€ OTIMYME BO3pacTa YCTAHOBJIEHUs AuarHoza M=SD
nosydeHo B I u Il rpynmax npu cpaBaenuu namueHToB ¢ XPC (1,3+£2,6 net) u 6e3 XPC
(0,8+£2,0 met) (p<0,001) u XPC ¢ nazanmpabpiM monumno3oM (1,31£2,5 mer) u 6e3 Hero
(1,25+2,6 net) (p=0,008). Mex 1y oniepupOBaHHBIMHU U HEOTIEPUPOBAHHBIMU TTAIIUCHTAMU
3HAYMMOM pa3HULBl B OTHOLIEHWM BO3pACTa YCTAHOBJIECHHUS AMArHo3a HE MOJYyYEHO
(p=0,159).

[lonoOHBINM pe3yabTaT MOXET OTpa)kaTh THUIIOTe3y O OoJee paHHEM CTapTe
ajieKkBaTHOU Tepanuu MB nipu ycTaHOBIeHNH quarHo3a B 0osee MIaaiieM Bo3pacTe, 9To
SBIIIETCSI MEPOH TPODUIAKTUKY OPAKEHUSI BEPXHUX OTJIEJIOB PECIUPATOPHOTO TPAKTA.

Hetu B mepBoil rpynmne cpaBHeHus (¢ XPC u 6e3 XPC) Takxke HOCTOBEPHO
OTJIMYAJIUCh 110 YACTOTE BBIMOJHEHUSI HEOHATAIbHOTO cKpuHuHra. B rpynmne gereit ¢ XPC
OBLJIO TOCTOBEPHO OOJIbIlIe JieTel 0e3 HeoHaTanbHOro ckpuHuHra (27,2% He nmpoBeleH
HEOHAaTaJbHBIA CKPUHUHT), B TO BpeMs Kak B rpymmne aeteir 6e3 XPC HeoHaTalbHBIM
CKPUHUHT Ha MYKOBHUCHHUI03 He mpoBeAeH juub y 11,2% nauuentoB (p<0,001), uro
corliacyeTrcsi € 4YHUCIOM JeTel ¢ TMpOBEACHHbIM HEOHATAIbHBIM CKPUHUHIOM U
MOJyYEHHBIM TMOJOKHUTEIBHBIM pe3ylibTaTroM — B rpymie ¢ XPC — 66,5%, B rpymnme 6e3
cunycutoB — 81,6% (p<0,001). IlonyyeHHble AaHHBIE MOXHO OOBSICHUTH TEM, YTO
yactoTa BbisaBieHUsI XPC, kak ObLJI0 MMOKa3aHO paHee, 3aBUCUT OT BO3pacTa MallueHTa u,
TaK KaK XpOHHYECKUMU PUHOCUHYCHUTAMHM CTPAJA0T Yallle MOAPOCTKH, & HEOHATAIbHBIN
CKpUHUHT Ha MYKOBHCIM103 ObuT BBeZeH B 2007 romy, O4eBUAHO, YTO OOJIbIIasi YacTh
nanueHToB crapiie 14 ner (Ha MomeHT co3ganus Peructpa 2021 roma) He mpouuim
HEOHATAJIbHbIA CKpUHUHT. OJIHAKO, MPU pa3[eiIeHUH JE€Te Ha BO3PACTHBIE TPYMIIbI 110
Hamuunio XPC W TNpu3HAKy BBINOJHEHUS HEOHATaJbHOTO CKPUHHUHTA JIOCTOBEPHO
OTJIMYAJIUCh JIMIIb NallMEeHThl B MuaAlieil Bo3pactHoi rpynne (0-6 ner) (p=0,018), uto
IPOTUBOPEUUT O3BYUEHHOW BBIIIE€ TMIIOTE3€ U MOJACPKUBAET MPEAION0KEHUE O POIU
paHHEro cTapTa Teparnuu.

Bo BrOpoW U TpeThel rpyniax CpaBHEHUs CTATUCTUYECKHA 3HAUUMBIX OTIIMYUM T10
JAHHOMY TIpU3HaKy He Obu10 (p>0,05).

Taxxe He ObUIO BBISBICHO JOCTOBEPHBIX OTIIMYWN Y MAIMEHTOB BCEX TPYIII TIO

HaJIMYMIO MEKOHUEBOTO ujieyca B anamHese (p>0,05).
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[Ipu cpaBHEHHM TE€HETUYECKUX XaPAKTEPUCTUK OBLIM BBISIBICHBlI PA3IMUUs IO
XapakTepy TEHOTHINA — «MSTKUN» M «TKEIbI» — y MalMeHTOB BO BCEX TIpyIIax

(Tabmuma 17).

Tabnuua 17 — PacnipeeneHre TeHOTUIIOB MAIUEHTOB 110 KPUTEPUIO «MSTKHI»/

«TSKEINBINY» B U3y4aeMbIX IPyMIIax, M0 AJaHHBIM Perucrpa nanuentos ¢ MB B PO
2021 rona

I'pynnsi Hoarpynmnbi I'enoTun Hocro-

CpaBHEHUSA «THKe- «msr- |UTOI'O| «rsaxe- | «Msr- | BepHOCTH
JIBID) KHi» JIBID) KHii» | pasiu-
n, adc. | n,a6c. | n, aoc. % % YHid, p

I rpynma la | 6e3 XPC 456 118 574 79,4% | 20,6% | p>0,05

(Bce meTH B 16 ¢ XPC 865 183 1048 82,5% | 17,5%

Perucrtpe B

3aBUCHUMOCTH OT
Haguuns XPC)

II rpymima ITa | XPC ¢ HII 523 84 607 86,2% | 13,8% | p=0,001
(Bce netu ¢ XPC | 116 | XPC 6e3 342 96 438 78,1% | 21,9%

B 3aBUCUMOCTH HII

OT HaJIN4us

Ha3aJIbHOTO

MTOJIUII03Q)

I rpymma IIla | omnepu- 88 9 97 90,7% 9,3% | p=0,027
(Bce netn ¢ XPC pOBaHHBIC

B 3aBUCHMOCTHU HEeolepu- 780 174 954 81,8% 18,2%

or BemonaHenus | 1116 | poBanHbIE
OIepalnyy Ha
OHII)

Ipumeuanus: YXvupubm mpudToM BeieneHsl nokazarenu p<0,05

Craructudeckas 06pa60TI<a AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCIIOJIb30BAHUCM
kpurtepus Xu-ksaapar IIupcona.

Pe3ynbTaThl moKazaiy, 4To NallMeHThl C Ha3aJIbHBIM MOJIUII030M JOCTOBEPHO Yallle
UMETHN «TsDKeTbIiny reHotun (86,2%) B To Bpems, kak manueHTsl ¢ XPC 6e3 monumnon
«TsDKeNbld» reHotun umenu B 78,1% (p=0,001). B rpynme gereil ¢ CHUHYCHUTOM,
pa3lleNICHHbIX 10 TPU3HAKY OINEpPaTUBHOrO BMemiarenbcTBa, 90,7% onepupoBaHHBIX
MMAIMECHTOB MMEJIN «TshKEJbIN» reHotun u 81,2% nereit mMenu «TSDKEIbI) TSHOTHII B
rpyiiie 6e3 orneparuBHOTO BMeIaTeIbcTBa B aHamHese (p=0,027).

[Ipu »TOM Tpu aHanM3e BHUAA TEHOTHIA B BO3PACTHBIX IMOATPYIIAX, MOJ00HAS
JIOCTOBEPHOCTh OTCYTCTBYET y AeTeil B auana3zoHe 7-10 yer; B muanameid Bo3pacTHOU

rpynne, 0-6 ner, mMeercss OOCTOBEpHAs pa3HUIIA TOJBKO IO MPU3HAKY HAIWYUS
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HazajapHOTO Mmojumno3a (p=0,019), a B crapieii rpynre, 11-18 net, ona peructpupyercs
no o0OMM TMpHU3HAKaM (Ha3aJbHBIM TMOJHUIO3 U TMEPEHECEHHOE PUHOXUPYPrUYeCcKOe
neuenue) (p=0,018 u p=0,045 COOTBETCTBEHHO), BEPOSITHO, 32 CUET «HAKOTLICHUS»
OTIEPUPOBAHHBIX OOJBHBIX C BO3PACTOM.

Takum o00pa3oM, TE€HETHUYECKUN BapHaHT, KOTOPBIA OIPEAENSIET CTEIEHb
HapylieHuss (QyHKIMOHUPOBAHMS XJIOPHOTO KaHaja B KIETKAaX PECHUPATOPHOTO
AIIUTENNSA, BIUSAET Ha TSXKECTh MOpakeHHs monoctyu Hoca u OHII, ecnu paccmarpuBarh
HaJIM4YMe Ha3aJIbHOIO IIOJUIIO3a Kak Oojiee TsoKenbld Buja wian craguio XPC, a
BBITIOJIHEHUE ONIEPALIMU — KaK CypPOTaTHBIN KPUTEPUNA TAKECTH.

Pesynbrartel cpaBHEHHMs JIByX OCHOBHbIX mokazateneii ®BJ[ — o0bem
dbopcupoBanHOTO BhIZI0Xa 32 1 cekyHay (ODPB)) u pyHkimonansHas >Xu3HEeHHAS EMKOCTh
nerkux (DXKEJI), npogemonctpupoBanbl B Tabmuiie 18. JIJisi KOPPEKTHOTO CpaBHEHUSI
pesynpbratoB  ®OBJl cpenm pmered  pasHOro BO3pacta U C  Pa3IMYHBIMU
aHTPOINOMETPUUECKUMU JaHHBIMU ObLT M30paH OTHOCHUTENbHBIM MoKa3areib — % OT

JOJIDKHOTO.

Tabnuua 18 — [Nokazarenu @BJI B n3ydaeMbIX rpymnmax, mo JaHHbIM Peructpa
nanueHToB ¢ MB B PO 2021 rona

I'pynnsl cpesHenust | Iloarpynmsl OPB1, % JoctoBep- |DXKEJL, % or| Hdocrosep-
OT J0JI5)KHOI'O HOCThb JOJIZKHOIO HOCTh

M +SD | pazamunii, p| M +SD | pasiuunii, p
I rpynmna (Bce getu Ia | 6e3 XPC | 86,5 | 23,2 | p=0,791 89,8 | 20,0 | p=0,981
B Peructpe B I6 | ¢cXPC | 87,3 | 239 89,9 | 22,4
3aBHCHUMOCTH OT
Hamuuust XPC)
IT rpymma (Bce netu c | 1la | XPCc 88,9 | 24,0 p=0,041 91,7 | 23,1 p=0,019
XPC B 3aBUCHMOCTH HII

OT HaJIN4us II6 | XPCo6e3 | 85,1 | 23,5 87,3 | 20,9
HA3aJIbHOTO HIT
MTOJIUTI03Q)

I rpynma (Bce netu | Illa | omepu- 90,0 | 204 p=0,277 92,8 | 19,7 p=0,158
¢ XPCB pOBaHHbBIE

3aBHCHMOCTH OT Heonepu- | 87,0 | 24,2 89,6 | 22,6
BBITIOJIHEHU ST IT16 | poBaHHBIE
onepaunu Ha OHII)

Ipumeuanus: YXvupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHaJINn3a KOJIMYCCTBCHHBIX JaHHBIX ITPOBOAMNIACH C UCITOJIb30BAHUCM
Kkputepusi ManHa- YUTHH.
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[Ipu onenke nokaszarenel PyHKIIMU BHEIIHETO JIbIXaHUsI BbIsIBIIEHA pa3Huiia Bo Il
rpyInie cpaBHeHus. JleTr ¢ Ha3alabHBIM MOIUIIO30M UMeNH dydinne nokaszarenn OXKEJ]
(M#£SD) 91,7423,1% mo cpaBaenuto ¢ rpynmnoit aereit ¢ XPC 6e3 HIT — 87,3+20,9%
(»=0,019). AnanoruuHasi 3aBUCUMOCTh HabOJronanack npu cpaBHeHuu ODB, y nerei ¢
nonumnamu (88,9+424,0%) mo cpaBHEHHIO ¢ TalMeHTaMu 0e3 Ha3aJIbHOTO TOJIUIO03a
(85,1£23,5%) (p=0,041).

Ouenka noka3zaresneid @B/] B pa3nuMyHbIX BO3PACTHBIX IPYINax BbISIBUIA OTIWYNE
nokasaresei B rpymnmne nauueHToB 7-10 ser Bo Il rpynne cpaBHeHus. Jletu ¢ Ha3aJIbHBIM
nosuno3oM B Bo3pacte 7-10 mer umenu nyumwue mokazarenun DOXKEJI (M£SD)
94,4+21,2% no cpaBHeHuto ¢ nauurentamu Il rpymnmsl 3Toro ke Bo3pacra 0€3 MOJUIIOB
88,4+19,3% (p=0,011).

AHanoruyHas 3aBUCUMOCTb Ha0Jt0[anach B 3TON BO3PACTHOM IpyIIie P OLIEHKE
O®B: 93,5+23,3% y nauuenroB ¢ XPC ¢ HII no cpaBHenuto ¢ rpynmnoi gereid ¢ XPC
oe3 HII — 87,2422,9% (p= 0,026).

[Tono6HOe, Ha mepBbIN B3IV, MapaJoKcalbHOE SIBICHHE, KOrja JETH ¢ Oosee
BbIpakeHHbIM mnopakeHueM OHII pemoHcTpupyroT nydiine nokazareian (QyHKIUH
JIETKUX, MOXKET UMETh HECKOJIbKO 00bsACHEHM. Bo-nepBbIX, A€TH ¢ OO0JIbIIEH CTENEHbIO
HapyLIEHUsI HOCOBOI'O JbIXaHUs B CUJTy IIOCTOSIHHOTO JIBIXaHUsS Y€pe3 pOT MOTYT JIydIle
BBIIIOJIHATh MaHeBpbl Ipu oueHke OB/l (yepe3 MyHOIITYK) — MCCIEI0BaHUA,
TpeOYIOIIETO 0CO3HAHUS U KOOIEepallui CO CTOPOHBI pebeHKa. Bo-BTOpHIX, AeTH ¢ Ooee
TsokenpiM  TeuenneM XPC u B Oosee crapiieM Bo3pacTe, 4Yalle IOJy4daroT
JOTIOJTHUTENBHYIO  JI03y JIOpHa3bl alb(a Yepe3 HWHTAISAIUOHHBIE CHUCTEMBI C
nylbCUpyromen nogadeii  BemectBa (PariSinus® wuid  aHAIOTWMYHBIE), KOTODBIE
00ecreynBaloT CO3/IaHue MAKCUMAaIbHBIX KOHIIEHTPALMM JIEKAPCTBEHHOIO CPEICTBA B
nosnocty Hoca U OHIIL, onnako 10,0 + 4,2% ocaxnaercs B jerkux [181], uto Moxer B
KOHEYHOM MTOTEe pPealn30BaTh MOJOXKUTEIbHBIA /10303aBUCUMBIN 3¢ (deKT mnpemnapara
JIOpHa3bl alnb(}a B HXKHUX OTIENAaX PECIUPATOPHOTO TPAKTA.

OnHoll W3 BaKHEUIINX XapaKTEpUCTHK ManueHToB ¢ MB sBuserca ¢usnyeckoe

passutne. Onenka ¢usmueckoro passutus (MUMT  per, Kr/m?) OXKHZaEMO
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MPOAEMOHCTPUPOBAIA JIyUIlIMe TOKa3aTelu y JieTeid 0e3 XpOHMYECKOr0 pUHOCHUHYCHUTA

(Tabmuna 19).

Tabnuua 19 — @usnyeckoe pa3BUTHE NAIMEHTOB JAETCKOTo Bo3pacTta ¢ MB B n3ydaembix
rpynnax, rno gauasiM Perucrpa nanuentos ¢ MB B PO 2021 rona

I'pynnbl cpaBHeHUs Hoarpynmnbi NUMT per, JdocToBepHOCTH
Kr/m? pasauumuii, p

M +SD

I rpynma (Bce netu B Peructpe | Ia 6e3 XPC 41,1 31,6

B 3aBUCHMOCTH 16 ¢ XPC p<0,001

ot Hajguuuss XPC) 34,6 29,2

II rpynna (Bce aetu ¢ XPC ITa XPC ¢ HII 34,6 29,1

B 3aBHCHMOCTH OT HAITAYHS 116 XPC 6e3 HIT p=0,809

Ha3aJLHOTO MMOJIUIT03a) 34,5 294

III rpynma (Bce getu ¢ XPC B | Illa ONEPUPOBAHHBIE

3aBHCHUMOCTH OT BBIITOJHEHUS 37,5 29,6 p=0,198

onepanuu Ha OHIT) III6 | HeomepupoBaHHBIC 343 292

Ipumeuanus: XupasiM nipudToM BbIEICHBI ToKazarenu p<0,05

Craructuueckas 00paboTKa U1 aHAJIN3a KOJTMYECTBEHHBIX IaHHBIX ITPOBOAMIIACH C UCIIOJIb30BaHUEM
Kputepuss MaHHa- YUTHU.

IIpu onenke UMT per (M£SD) 6buto mokaszano, uro netu 6e3 XPC umenn
nocrtoBepHo Jyummii UMT per (41,1£31,6) mo cpaBHEHUIO C JACTbMU C CHHYCHUTOM
(34,6+£29,2) (p<0,001). Kpome Toro, B rpymnmne aeteil 7-10 jeT noaydeHo 10CTOBEPHOE
paszmuune B III rpynmne cpaBHEHUs: onepupOBaHHbBIC MANMEHTHI UMenu aydimnd UMT
47,1+£29,4 no cpaBHeHUIO ¢ HeonepupoBaHHbIMU 35,4+29.0 (p=0,028).

Jlyumme mokazarenu Gu3nIecKOro pa3BUTHS (HyTPUTHUBHOTO CTaTyca) y AeTei 0e3
XPC moxetr ObITh CBSI3aHO Kak ¢ OoJiee JierkuM TedeHneM MB (MeHblel 4acToToi u
BBIPAKEHHOCTHIO MAaHKPEATUYECKOM HEIOCTATOYHOCTH), TaK U POJIbI0O HOPMAJIbHOTO
HOCOBOTO JIbIXaHHSI B TapMOHUYHOM pa3BUTHH pebeHka. [Tomumo 3TOro, BO3MOXKHA
peanuzaius BIUSHUS 00OHATENbHBIX HapyllIeHu, conpoBoxaatonmnx XPC, Ha anneTur
U THIIEBOE TMOBEJeHNE peOeHKa WM, KaKk WTOT, Ha €ro HYTPUTUBHBIN craryc. OmHaKo
noJI00HOE 3aKJIIOYEHHE MMEET HEIO0CTAaTOYHOE OOOCHOBAaHHE, T.K. OOIIEU3BECTHO, YTO
00OHSHHE 3HAYUTEILHO CUITbHEE CTPATACT MPH MOJIMIIO3HOM CHHYCHUTE, a TIPH CPAaBHEHU U

rpynibl geteit ¢ XPC ¢ monunamu u 6e€3 HuX gqoctoBepHoit pazHuiibl UMT oOHapykeHo

He Oonu10 (p=0,809).
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OneHka MHKpPOOMOJIOTMYECKOrO CTaTyca MalMeHTOB, OTpakeHHOro B Peructpe,
BBISIBUWIA 3HAYMMBIEC pAa3NIMudsl BO BCEX Tpymmnax cpaBHeHus: cpeau nereil ¢ XPC mo
cpaBHeHuto ¢ netbmu 6e3 XPC, cpenu nere ¢ Ha3aIbHBIM MOJIUIIO30M U 0€3 TIOJIUIIOB,
cpeau onepupoBaHHBIX U HET (Tabmuiel 20-22), moaTBepkaas BaxHyro poiab OHII kak
OJTHOTO M3 BAXHBIX JIOKYCOB MUKPOOHOM KOHTAMUHAIIUU.

B Peructpe npuBeneHsl TUIIh PE3yIbTaThl MUKPOOHOIOTUUECKOTO UCCIIETOBAHUS
MaTepuajia M3 HIDKHHUX  JIbIXaTelIbHBIX IMyTed (MOKpOTa WM  «IIIYyOOKHH

opodapuHTeaIbHBIN Ma30K»).

Tabnuna 20 — XapakrepucTuka MUKPOOHOIOTUUECKOTO CTaryca pecupaTropHOro
Tpakrta gerer ¢ MB B I rpymiie cpaBHeHus, 0 JaHHBIM Perucrpa namueHToB
¢ MB B P® 2021 rona

Mukpoopranusm Bruige- Yucio pereii Jloast nereit HocToBep-
JIeHUe [rpynna I], a6c¢. [rpynna I], % HOCTH
0e3 XPC ¢ XPC 0e3 XPC ¢ XPC | pasiuyui, p
Pseudomonas 0 — Her 508 615 67,1% 50,0% <0,001
aeruginosa 1 —Jla 249 614 32,9% 50,0%
UTOI'O 757 1229 100,0% 100,0%
MRSA 0 — Her 727 1150 96,3% 94,0% p=0,022
1-/Ja 28 74 3,7% 6,0%
NTOI'O 755 1224 100,0% 100,0%
MSSA 0 — Her 272 388 36,2% 31,5% p=0,030
1-/la 479 844 63,8% 68,5%
UTOI'O 751 1232 100,0% 100,0%
Escherichia coli 0 — Her 715 1196 94,6% 97,1% p=0,005
1-/Ja 41 36 5,4% 2,9%
HUTOI'O 756 1232 100,0% 100,0%
Haemophilus influenzae | 0 — Her 704 1183 93,6% 97,3% p<0,001
1-/la 48 33 6,4% 2,7%
UTOI'O 752 1216 100,0% 100,0%
Burkholderia cepacia 0 —Her 737 1179 97,6% 95.,8% p=0,031
complex 1—Nla 18 52 2,4% 4,2%
UTOI'O 755 1231 100,0% 100,0%
Stenotrophomonas 0 —Her 727 1167 96,3% 95,1% p=0,215
maltophilia 1 - Ja 28 60 3,7% 4,9%
HUTOI'O 755 1227 100,0% 100,0%
Achromobacter spp. 0 — Her 727 1140 96,3% 93,0% p=0,002
1-/la 28 86 3,7% 7,0%
UTOI'O 755 1226 100,0% 100,0%
HTME 0 — Her 656 1026 99,4% 99,0% p=0,425
1-Ha 4 10 0,6% 1,0%
UTOI'O 660 1036 100,0% 100,0%
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HuTterpanpHOE 0 — Her 414 493 54,6% 39,9% p=0,001
HaJIA4ne 1-/la 344 742 45.4% 60,1%
IPaMOTPULATEILHOM HUTOT'O 758 1235 100,0% 100,0%

¢aoper*

Ipumeuanus: *Hanu4ue XoTs ObI OMHOTO U3 MUKPOOPTaHU3MOB: Pseudomonas aeruginosa,
Escherichia coli, Haemophilus influenzae, Burkholderia cepacia complex, Stenotrophomonas
maltophilia, Achromobacter spp.

XKupubim mpudTom BeiAeIeHbI nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JaHHBIX ITPOBOAMIIACH C UCITOJIb30BAHUCM
kputepusi Xu-kBajpar [lupcona.

Tabnuna 21 — XapakrepucTuka MUKPOOHMOIOTUUECKOTO CTaryca pecupaTropHOro
Tpakra gerert ¢ MB Bo II rpymnme cpaBHeHus, 1o naHHbIM Perucrpa nauueHToB

¢ MB B P® 2021 rona

Mukpoopranusm Broige- Yucao perei Hous nereit [rpynna | locToBep-
JIeHHne [rpynmna II], aGc. 1], % HOCTh
XPC XPC XPC XPC pasimny4uii, p
¢ HII 0e3 HII c HII 0e3 HII
Pseudomonas 0 — Her 328 284 47,1% 54,1%
aeruginosa 1-Jla 369 241 52,9% 45,9% p=0,015
NTOI'O 697 525 100,0% | 100,0%
MRSA 0 — Her 648 496 93,2% 95,0% =0.195
1-/a 47 26 6,8% 5,0% ’
NTOI'O 695 522 100,0% | 100,0%
MSSA 0 —Her 211 176 30,2% 33,4% p=0.238
1-Ja 487 351 69,8% 66,6% ’
HNTOI'O 698 527 100,0% | 100,0%
Escherichia coli 0 — Her 679 510 97,0% 97,1% =0,884
1-/Jla 21 15 3,0% 2,9% ’
NTOI'O 700 525 100,0% | 100,0%
Haemophilus influenzae | 0 — Het 678 498 97,6% 96,9% =0,482
1-Ja 17 16 2,4% 3,1% ’
UTOI'O 695 514 100,0% | 100,0%
Burkholderia cepacia 0 — Her 671 501 96,1% 95,2% p=0.447
complex 1 -Ja 27 25 3,9% 4,8% ’
NTOI'O 698 526 100,0% | 100,0%
Stenotrophomonas 0 —Her 662 498 95,1% 95,0% =0951
maltophilia 1 —a 34 26 4,9% 5,0% ’
UTOI'O 696 524 100,0% | 100,0%
Achromobacter spp. 0 — Her 643 490 92,5% 93,5% 9=0.502
1-/la 52 34 7,5% 6,5% ’
NTOI'O 695 524 100,0% | 100,0%
HTMb 0 —Her 583 436 99,0% 99,1% =0.859
1-Ja 6 4 1,0% 0,9% ’
UTOI'O 589 440 100,0% | 100,0%
0 — Her 267 223 38,1% 42.2% _
p=0,147
1-/a 433 305 61,9% 57,8%
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HNuTterpanbHoe Hamnuue
rpaMOTPHULIATEIHHON
broper*

NTOI'O

700

528

100,0%

100,0%

IIpumeuanus: *Hamuane XoTs ObI OJHOTO M3 MUKPOOPTaHU3MOB: Pseudomonas aeruginosa,
Escherichia coli, Haemophilus influenzae, Burkholderia cepacia complex, Stenotrophomonas
maltophilia, Achromobacter spp.

Kupubim mpudTom BeIeneHbl nokazarenu p<0,05

Craructuyeckas o0paboTKa JUlsl aHaJIM3a HOMUHAJIBHBIX TaHHBIX TPOBOAMIIACH C HCIIOJIb30BaHUEM
kpurtepus Xu-ksaapar [Iupcona.

Tabnuua 22 — XapakTeprucTuka MUKPOOHOJIOTHYECKOTO CTaTyca PeCIUpaTOPHOro
Tpakra aerer ¢ MB B Il rpynimie cpaBHenus, 1o ganHeiM Perucrpa nmanueHToB

¢ MB B P® 2021 rona

Mukpoopranuszm Bruige- Yucao nereit Joast nereii HocToBep-
JIeHHe [rpynna IIT], adc. [rpynna III], % HOCTh
onepu- pasan-
poBaH- | HeomepH- onepu- Heonepu- 4uii, p
Hble | pOBAHHbIE | POBAHHbIE | POBAHHBIE
Pseudomonas 0 - Her 58 558 50,9% 49,9% p=0,837
aeruginosa 1-]la 56 561 49,1% 50,1% ’
HUTOT'O 114 1119 100,0% 100,0%
MRSA 0 — Her 110 1044 96,5% 93,7% _
1-Jla | 4 70 3,5% 6,3% p=0,236
HUTOI'O 114 1114 100,0% 100,0%
MSSA 0 — Her 19 371 16,5% 33,1%
- | 9 750 83,5% 660% | P<0-001
HUTOT'O 115 1121 100,0% 100,0%
Escherichia coli 0 — Her 111 1089 96,5% 97,1% _
1-Jla | 4 32 3,5% 2,9% p=0,705
HUTOI'O 115 1121 100,0% 100,0%
Haemophilus influenzae | 0 — Her 106 1081 93,8% 97,7% ~0.016
- Jla 7 26 6.2% 2,3% =
HUTOT'O 113 1107 100,0% 100,0%
Burkholderia cepacia 0 —Her 109 1073 94,8% 95,8% 9=0,607
complex 1-/la 6 47 5,2% 4,2% ’
HUTOI'O 115 1120 100,0% 100,0%
Stenotrophomonas 0 — Her 104 1066 92,0% 95,3% p=0.122
maltophilia 1-/a 9 52 8,0% 4,7% ’
HUTOT'O 113 1118 100,0% 100,0%
Achromobacter spp. 0 — Het 107 1037 94,7% 92,8% p=0,462
1-/la 6 80 5,3% 7.,2% ’
HUTOI'O 113 1117 100,0% 100,0%
HTMB 0 — Her 77 951 97,5% 99.,2% B
1-Ja | 2 8 2,5% 0,8% p=0.138
HUTOT'O 79 959 100,0% 100,0%
0 — Her 45 449 39,1% 39,9% _
1—/la 70 675 60,9% 60,1% p=0,865
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HuterpanpHoe Hanmuuue | UTOT'O 115 1124 100,0% 100,0%
IrpaMOTPHUIATETHLHOM
broper*

IIpumeuanus: *Hamuane XoTs ObI OJHOTO M3 MUKPOOPTaHU3MOB: Pseudomonas aeruginosa,
Escherichia coli, Haemophilus influenzae, Burkholderia cepacia complex, Stenotrophomonas
maltophilia, Achromobacter spp.

Kupubim mpudTom BeIeneHbl nokazarenu p<0,05

Craructuyeckas 00paboTKa JUlsl aHaJIM3a HOMUHAJIBHBIX JJaHHBIX IPOBOAMIIACH C MCIIOJIb30BaHUEM
kpurtepus Xu-ksaapar [Iupcona.

B rpynne nereii ¢ XPC pocToBepHO 4Yalle OTMEYasCcsi BbICEB CHHETHOMHOM
najgouku (50,0%) mo cpaBHeHMIO ¢ mnaumeHtamu 6e3 cunycuta (32,9%) (p<0,001).
Amnanornuno s nanueHToB ¢ XPC uame 3aduxcupoBan BbiceB MRSA (p=0,022),
MSSA (p=0,030), Achromobacter spp. (p=0,002), a Takxe omaHOro u3 HauboJEce
MPOTHOCTUYECKH HEOIAronpusiTHBIX MUKPOOPTaHU3MOB — Burkholderia cepacia complex
(p=0,031). Hanpotus, Beinenenue E. coli TOCTOBEPHO Yallle OTMEYAJIOCh Y MAIlMEHTOB
06e3 XPC (p=0,005), tak xe, kak u poct Haemophilus influenzae (p<0,001). Ilpu
UHTETPaIbHON OILIEHKE BBIJIEICHUS JHO0O0r0 U3 TpaMOTPHUIATEIbHBIX MUKPOOPTaHU3MOB
OHO OKazaloch conpsbkeHo ¢ HamuunemM XPC (p=0,001), uyrto mnoaTBepxaaer
MHOTOUMCJICHHBIE JIUTEparypHble AaHHble O ponu mnopaxenus OHII B cmene
MUKPO]IIOPHI B CTOPOHY 00JIe€ 3HAYMMBIX IPAMOTPULIATENIbHBIX BUIOB.

B ortHomenuu BwiceBa Stenotrophomonas maltophilia u Hnemybepkynesnvix
Muxobaxmepuil TOCTOBEPHOU pa3HUIIbI IpU cpaBHeHUHU Tpynn ¢ 1 6e3 XPC nonydeHo He
OBLIIO.

[Ipu 5TOM B BO3pacTHOM acleKkTe Moao0Hast 10CTOBEpHAs pa3HUIIA IPUCYTCTBYET
TOJIbKO B Miajmield Bo3pactHoM rpymne (0-6 JieT) u coxpaHsAeTcss B OTHOIICHUH
CUHETHOMHOM MaJIouKu B rpy1me Aeted ot 7 1o 10 ner, T.e. Ha 3Tanax akTUBHON CMEHbI
NaTOreHOB B CTOPOHY IPaMOTPHUIIATEIbHBIX/00JIe€ TPOrHOCTUYECKHA HEOIAronpusTHHIX.
B crapmem Bo3pacTe 3HAUMMBIX pa3d4YMil HE HAOMIOAAETCA, BEPOSTHO, 3a CUET
BO3pacTaHus JOJIM MAMEHTOB C XPOHUUYECKUM PUHOCUHYCHUTOM.

[Ipu anHanmu3e MNalUEHTOB C CHHETHOWHOW WHQEKIMEeH BO BTOPOW TpyIIe
CpaBHEHHs Oblla TOJy4YeHa JIOCTOBEpHAs pa3HHUIA CpeAd JeTel ¢ MOoJMIaMu —
(369/52,9%) u 6e3 nonunos (241/45,9%) (p=0,015). Takum o6pazoM, HHGULIUPOBAHUE

Pseudomonas aeruginosa accounnpoBano ¢ nporpeccueil Teuenuss XPC 10 nosBieHus
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Ha3aJbHOTO Monuno3a. MHBIX 3HAUMMBIX pa3inuuid npu cpaBHeHuu Bo Il rpynme He
MIOJIYYEHO.

IIpu cpaBHEHUHN onepupoBaHHbIX U HeonepupoBaHHbIX aered ¢ XPC (III rpynna)
JIOCTOBEpHAasi pa3HUIlAa MpPHU OLEHKE MHUKPOOMOJIOrMYECKOro craryca Oblia MOoJydeHa
ToNBKO B oTHOIEHUU MSSA (p<0,001) u Haemophilus influenzae (p=0,016) — nHanboinee
«OnaronpusTHON» (IOphl, KOTOpas dalle BbLACIAIACh Y MAIMEHTOB, MEPEHECIINX
XUpypruyeckoe jedeHue. [Ipu 3Tom He OTMEUEHO CHUKEHUSI HH(UIIMPOBaHUS Hanbosee
3HaYMMBIMHU BUJIaMU OaKTepUd M rpaMOTPULIATENILHON (QIIOpOil B LIEJIOM, KaK 3TO ObLIO
MIOKa3aHO B PsI€ HMCCIEIOBAHMI WM IMPOJAEMOHCTPUPOBAHO B paMKax HAIIEH TPYMIIbI
ONEPUPOBAHHBIX MalMEHTOB. JlaHHBIE pe3ynbTaThl MOTYT OBITh  OOBSICHEHBI
Pa3HOPONHOCTBIO MOATPYIIIBI IO METOAMKE MW PAAUKAIBHOCTH XUPYPTHYECKOTO
BMEIIATENIbCTBA (OT TOJIMIIOTOMUU JI0 PaJUKAIbHBIX OMEpalvid, BBIMOTHEHHBIX
XUpypramyp C pas3HbIMH OIIBITOM JedeHus nered ¢ MB u wuHCTpyMeHTanbHO-
TEXHOJIOTUYECKUMH BO3MOKHOCTSIMU).

OO6melt TeHaeHIMe SBUJIOCh YMEHbBIIICHUE 3HAYUMOCTH CBsizeil Hamuuust XPC ¢
BBIJICJIEHUEM TEX UJIM UHBIX MUKPOOPTaHU3MOB C YBEIMYEHUEM BO3PACTa.

Takum  oOpa3zoMm,  U3y4eHHME  MHKPOOMOJIOTMUECKOM  XapaKTEepUCTHUKU
pPECIIUPATOPHOTO TPaKTa BBISIBUJIO accoluanuio Mexay Haauuvnem XPC u BblieneHueM
KJIMHUYECKH 3HAYUMON TpaMOTPUIATENBHOM (IIOphI, a TaKkKe MEXIy HaIudhueM
cunernoriHon mHdexkuun u XPC ¢ HazanbHBIM Monauno3oM. C OJHON CTOPOHBI, ATO
no3BosisieT noarBepauth posnb OHII kak mMecTa KomOHHM3aMU OaKTEPUSIMH, C IPYToii,
HAaoOOpoT — mnpennonokuth pasBurne XPC Ha QoHe wuHbUIUpOBaHUsS Oolee
«arpeccuBHOI» (HIOpPOH.

Crnenyromum acreKToM Noucka B3auMHbIX cBsizeld XPC 1 XapakTepUCTUK TEUECHUS
MB B 1enoM sIBUJIACh OLIEHKA BCETO CIEKTPa OCIOKHEHUHA MYKOBHUCLHIO3a: HAJTUYHE
Uppo3a MEYCHU C MOPTAIBHON THIEpTeH3UEH U 6e3, mopakeHue NeueHu 0e3 uppo3a,
MYKOBHCIIM/I03-3aBUCUMOTO  caxapHoro  auabera  (M3CIH),  amiepruueckoro
oponxoserouHoro acmnepruwuie3a (ABJIA), cunapoMa HHCTaIBbHONM WHTECTUHAIBLHOU
ooctpykiun  (CIIMO), cungpoma morepu conelr (mceBmo-baprrep cuHapom),

IMHEBMOTOPAKCA, JICTOYHOI'O KpPOBOTCUCHHA, OCTCOIIOpO34d, aMHIJIOWI034. BrisiBnena
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3aBUCMMOCTh HaJIMUMs OCHOBHBIX OCIOXKHEeHMM MB ot IMOpaXXCHHUA BCPXHHX

JIbIXaTeJIbHBIX MyTeH (Tabmuibl 23-25).

Tabnuua 23 — Pacnipenenenne ocHOBHBIX ocioxkHeHuit MB B I rpynne cpaBHeHus,
1o paHHbeIM Peructpa nauuentoB ¢ MB B P® 2021 roga

OcnoxHenue Hanuuue/xapakrepuc- | Yucao nereii, |Jlouas nereii [rpynna| Hocrosep-
THKA OCJOKHEHUS [rpynna I, a6c¢. 1], % HOCTH
Ges pa3IM4uii, p
XPC | ¢ XPC | 6e3 XPC | ¢ XPC
[TueBMOTO-pakc 0 —Her 770 1234 99,4% 99,6% p=0,361
1 — [a, npenax
MJIEBPAJIbHOM MOJIOCTH 5 3 0,6% 0,2%
2 — Jla, nabmronenue 0 1 0,0% 0,1%
3 — la, neuenue
HEHN3BECTHO 0 1 0,0% 0,1%
HUTOT'O 775 1239 100,0% | 100,0%
[Topaxenue 0 —Her 621 870 80,6% 70,3% p<0,001
[Ie4YCHU 1 — nuppo3 neyenu ¢ 13 54 1,7% 4,4%
TUTIEPTEH3UEH
2 — uuppo3 neueHu 6e3 16 63 2,1% 5,1%
TUTICPTCH3UN
3 — uMppo3 NEYEHH, O 0 2 0,0% 0,2%
TUTICPTCH3UN HEU3BECTHO
4 — nopakeHue rne4yeHn 120 248 15,6% 20,0%
0e3 nuppo3a
HUTOI'O 770 1237 100,0% | 100,0%
BripaxkenHoe 0 —Her 773 1232 100,0% 99,6% p=0,077
JIEro4Hoe 1 — [a, mo xpaiiHeit Mmepe
KpPOBOTCUYCHHE 1 pa3 0 5 0,0% 0,4%
(bomee 250 M) UTOTO 773 | 1237 | 100,0% | 100,0%
ABJIA 0 —Her 765 1205 99,1% 98,1% p=0,084
1—Jla 7 23 0,9% 1,9%
NTOI'O 772 1228 100,0% | 100,0%
CcaAro 0 —Her 748 1212 96,5% 97,8% p=0,004
1 — da, rociuranu3aius 18 8 2,3% 0,6%
2 — Nla, 6e3 9 19 1,2% 1,5%
TOCITUTATN3AIHH
HUTOI'O 775 1239 100,0% | 100,0%
IIceBno- 0 —Her 706 1209 91,3% 97,8% <0,001
baprrep 1-/a 67 27 8,7% 2,2%
CUHIPOM HUTOT'O 773 1236 100,0% | 100,0%
M3CI 0 — nuaGera HeT 767 1196 99,0% 96,5% p=0,012
1 — [a, neuenue 5 28 0,6% 2,3%
WHCYJUHOM €KEHEBHO
2 — Jla, neuenue 0 1 0,0% 0,1%
Ta0JIeTUPOBAHHBIMU
TUITOTIIMKEMUYECKHUMHU
npenaparaMmu
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3 — Jla, TONIBKO AMETa 3 8 0,4% 0,6%
4 — Jla, neucHHC 0 6 0,0% 0,5%
HEH3BECTHO
UTOI'O 775 1239 100,0% 100,0%
Ocreonopo3 0 — Her 661 969 98.,8% 97,7% p=0,097
1—/Jla 8 23 1,2% 2,3%
HUTOI'O 669 992 100,0% 100,0%
Amuionnos 0 —Her 740 1184 99,5% 99,5% p=0,921
1-/la 4 6 0,5% 0,5%
UTOI'O 744 1190 100,0% 100,0%

Ipumeuanus: XXupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCITOJIb30BAHUCM
kputepusi Xu-kBaapar [lupcona.

Tabnuua 24 — Pacnipenenenue ocHOBHBIX ocliokHeHn MB B Il rpynmne cpaBHeHus, 110
nanHbeiM Peructpa nauuentos ¢ MB B P® 2021 rona

Ocnoxnenne | Hanmume/xapakrepuc- | Yncio pereit Hoas nereit Hocro-
THKA 0CJI0KHEHUS [rpynna II], ade. | [rpynma II], % BEPHOCThH
XPC XPC | XPC XPC pasjimny4uii, p
c HII | 6e3 HIT | ¢ HIT | 0e3 HII
ITHEeBMOTOpAKC 0 — Her 699 528 99.7% | 99,4% p=0,430
1 — da, npenax
MJIEBPAJIbHOM MOJIOCTH 2 1 0,3% 0,2%
2 —]la,
HaOII0IEHNE 0 1 0,0% 0,2%
3 — Jla, nedyeHue
HEHU3BECTHO 0 1 0,0% 0,2%
UTOI'O 701 531 ]100,0%]| 100,0%
[TopaxxeHue 0 — Her 502 366 71,8% | 68,9% p=0,580
[IEYEHHU 1 — nuppo3 neueHu
C TUNIEPTEH3UEN 33 21 4,7% 4,0%
2 — Uppo3 NeYeHU
0e3 TUIepPTeH3U N 36 27 5,2% 5,1%
3 — quppo3 MeyYeHx,
0 TUNEPTEH3UU
HEU3BECTHO 1 1 0,1% 0,2%
4 — nopaxeHHe NeYCHU
6e3 nupposa 127 116 18,2% | 21,8%
UTOI'O 699 531 |100,0%| 100,0%
Bripaskentnoe 0 — Her 699 526 199,7% | 99,4% p=0,442
JIETOYHOE 1 — Jla, o kpaiineit
KpOBOTEUEHUE Mmepe 1 pa3 2 3 0,3% 0,6%
(6osee 250 mm) WUTOI'O 701 529 1100,0%| 100,0%
ABJIA 0 — Her 679 519 97,7% | 98,7% p=0,216
1 —Jla 16 7 2,3% 1,3%
UTOI'O 695 526 [100,0%| 100,0%
cano 0 — Her 685 520 97,7% | 97,9% p=0,794
1 - la,
TrOCIUTAIN3aIH 4 4 0,6% 0,8%
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2 — Jla, 6e3
roCHUTaIA3alnH 12 7 1,7% 1,3%
HUTOT'O 701 531 100,0%| 100,0%
IIceBmo- 0 - Her 685 518 98,1% | 97,6% p=0,479
baprrep 1-Jla 13 13 1,9% | 24%
CHHIIpOM HUTOI'O 698 531 100,0%/| 100,0%
M3CA 0 — nuabeTa HeT 675 514 196,3% | 96,8% p=0,262
1 — la, neuenue
WHCYJIMHOM €5KE€THEBHO 20 8 2,9% 1,5%
2 — la, neueHue
Ta0JIeTHPOBAHHBIMU
THUITOTTIMKEMUYCCKUMHU
npenaparamMmu 0 1 0,0% 0,2%
3 — Jla, ToIbKO npeTa 4 0,6% 0,8%
4 — Jla, neueHue
HEU3BECTHO 2 4 0,3% 0,8%
HUTOT'O 701 531 100,0%| 100,0%
Ocreonopos 0 — Her 526 436 97.2% | 98,2% p=0,315
1-/la 15 8 2,8% 1,8%
HUTOI'O 541 444 1100,0%| 100,0%
AMHIION03 0 — Het 674 503 99,3% | 99,8% p=0,198
1—Jla 5 1 0,7% 0,2%
UTOT'O 679 504 |100,0%| 100,0%

IIpumeuanue: Ctatuctuueckas 00paboTKa AJIs aHaJIM3a HOMUHAJbHBIX JAHHBIX IPOBOJIMIIACH
C UCIIOJIb30BaHUEM Kputepus Xu-kBajapar [Iupcona.

Tabnuua 25 — Pacnipenenenne ocHoBHBIX ocioxHennit MB B 11l rpynne cpaBHeHus,
1o AaHHbeIM Peructpa nauuentoB ¢ MB B P® 2021 roga

Oci10:kHEHHE Haauumne/ Yucio nereii Hoas nerei Hocro-
XapaKTepHCTHKA [rpynna III], aGc. [rpynna III], % BEPHOCTH
0CJIOKHEHHS onepH- Heomepu- | onepn- | HEONEPH™ | pa3zynyuii, p
POBaHHbIE POBaHHbIE | POBAHHbIEC | POBAHHBI
€
[THeBMOTOpAKC 0 — Her 115 1123 100,0% | 99,6% | p=0,916
1 — Ma, npenax 0 3 0,0% 0,3%
TJIEBPAJIBHOM
MIOJIOCTH
2 - Na, 0 1 0,0% 0,1%
HaOIO/ICHNE
3 — Jla, neuenue 0 1 0,0% 0,1%
HEU3BECTHO
HUTOI'O 115 1128 100,0% | 100,0%
[Mopaxenue 0 — Her 83 790 728% | 70,1% | p=0,656
IICYCHHU 1 — uuppo3 neyeHun 2 52 1,8% 4,6%
C THIIEPTEH3HUEN
2 — uuppo3 neyeHu 5 58 4,4% 5,1%
0e3 TUIepPTeH3U N
3 — quppo3 MeyYeHx, 0 2 0,0% 0,2%
O TUTIEPTEH3UU
HEU3BECTHO
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4 — opakeHue 24 225 21,1% | 20,0%
nedeHu 6e3 mupposa
HNTOI'O 114 1127 100,0% | 100,0%
BripaxenHnoe 0 — Her 115 1121 100,0% | 99,6% p=0,474
JIErOYHOE 1 — [Ta, no kpaiineit 0 5 0,0% 0,4%
KpOBOTEUEHUE Mmepe 1 pa3
(6omee 250 M) UTOT'O 115 1126 | 100,0% | 100,0%
ABJIA 0 —Her 113 1096 98,3% | 98,1% p=0,915
1—]la 2 21 1,7% 1,9%
HUTOI'O 115 1117 100,0% | 100,0%
Cano 0 —Her 111 1105 96,5% | 98,0% p=0,136
1 - /a, 0 8 0,0% 0,7%
TOCITATATU3AIUS
2 — Jla, 6e3 4 15 3,5% 1,3%
TOCITUTATN3AIUN
HUTOI'O 115 1128 100,0% | 100,0%
[ceBno- 0 —Her 112 1100 97,4% | 97,8% p=0,790
Bbaprrep 1-Jla 3 25 2,6% 2,2%
CHHIPOM HNTOI'O 115 1125 100,0% | 100,0%
M3C 0 — muaGera HeT 105 1095 91,3% | 97.1% | p=0,018
1 — [da, neuenue
WHCYJTHHOM
€KEeITHEBHO 6 22 5,2% 2,0%
2 — Jla, nedenue
TabJIeTUPOBAHHBIMHU
THTIOTTTHKEMUYECKUM
U IpernaparaMmu 0 1 0,0% 0,1%
3 —]la,
TOJILKO JTHETa 2 6 1,7% 0,5%
4 — Jla, neueHue
HEU3BECTHO 2 4 1,7% 0,4%
HNTOI'O 115 1128 100,0% | 100,0%
Ocreonopo3 0 - Her 85 887 98,8% 97,6% p=0,458
1—]la 1 22 1,2% 2,4%
NTOIr'O 86 909 100,0% | 100,0%
Amuiiono3 0 — Her 103 1085 99,0% | 99,5% p=0,488
1-—]Jla 1 5 1,0% 0,5%
NTOI'O 104 1090 100,0% | 100,0%

Ipumeuanus: Xupasim mipudToM BbIEICHBI ToKazarenu p<0,05

Craructudeckas 00paboTKa JUlsl aHaJIM3a HOMUHAJIBHBIX TaHHBIX TPOBOAMIIACH C MCIIOJIb30BaHUEM
kpurtepus Xu-ksaapar [IupcoHa.

[Ipu olleHKE OCHOBHBIX OCJIOKHEHUH MYKOBHCIMI03a HAUOONIbIIEE YHUCIIO
JIOCTOBEPHBIX 3aBUCUMOCTEN BBISIBICHO Mpu cpaBHeHuu aeteit ¢ XPC u 6e3 Hero.
D10 MOXET ObITb OOYCIOBJIEHO NPOAEMOHCTPUPOBAHHOW paHEe BbIPAKEHHOU

pasHuiieir B Bo3pacte: netu ¢ XPC 3HaumTensHO crapimie, yem aetu 0e3 XPC, 4to
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OOBSCHSIET pa3BUTHE JIPYTUX OCIOKHEHUW U mposiieHnt MB mnapamienbHo ¢
NOpa’KEHUEM CHHOHA3aJIbHOM 00J1acTH.

BeIsBiIeHa 3aBUCHUMOCTh MexAy nopaxenuem nedeHrn u OHII — vamie uuppo3sl
NEYCHH C TMOpTalbHOM runepreHsue (n=54/4,4%), uuppo3bl 0e3 MNOpTATBLHON
runepren3uu (n=63/5,1%) u nopaxenue nedenn 6e3 nuppo3a (n=248/20% ) BcTpeqanuch
B rpynne nauueHtoB XPC mo cpaBHenuto ¢ rpynmnoi aereit 6e3 XPC (n=15/1,7%,
p<0,001; n=16/2,1%, p<0,001; n=120/15,6%, p<0,001 coorBeTcTBeHHO). [lomMuMO
(akTopa BO3pacTa ONpEACNCHHYIO pOJib 37IeCh MOXET WUrparh camo Mo cebe Oonee
Tskenoe TeueHue MB, xapakrepusytomieecs 00jee BhIpaXXEHHbIM MOPAKEHUEM TIEUEHU
U BEPXHUX JbIXaTeIbHBIX TyT€H, a TakKe TeMmaTOTOKCUYHOCTh CHUCTEMHOMN
aHTHOAKTepUAIbHON Tepanuy, Ha3HAa4YaeMOW IO TMOBOJY YacThIX 000CTpeHUit
XPOHUYECKOTO OpPOHXUTA M OPOHXO-JETOYHBIX OCIIOKHEHHH, KOTOpPbIE KaK H3BECTHO,
CBSI3aHBI C HUCXOISIIIAM UHOUITMPOBAHUEM u3 CUHOHA3aJIbHOU
o0racTH.

[TanpeHnThl 0€3 CHHYCHUTA Yalle UMEeJM OCJIOKHEHHE B BUJIE CHHIPOMA JUCTAIbHOM
WHTECTUHAIILHON OOCTPYKIIMH, MOTPEOOBABINIEH TOCTHUTANIM3AIUMU I €€ pa3pericHus
(p=0,004).

CuHIIpOM TTOTEPH COJICH Yalle BCTpeyalics y manueHToB 0e3 cuaycuta n=67/8,7%
M0 CPAaBHEHHMIO C TMAalMEHTAMH, CTpaJaroiuMu cuHycutoM n=27/2,2% (p<0,001).
[locnennue nBa ¢akra MOKHO OOBSICHUTH TE€M, YTO JAHHBIE OCJIOKHEHHUS XapaKTEpHbI
JUISl TAMEHTOB MJIAJIIIENH BO3PACTHOM rpymnmbl, y KOTopbix XPC enie He pa3BUIICs WIH
OCTaeTCs ellle HeIMarHOCTUPOBAHHBIM B CHITY TPYAHOCTEH 0OBEKTUBHOW BU3yaJIU3allUU
(B T.u. BeimonHenust KT OHII 6e3 aHecTe3noa0ruaeckoro mocooms).

HoctoBepHo wamie B rpynme mnanueHtoB ¢ XPC Berpewaercs M3CI ¢
npuMeHeHueM uHcynmrHa (n=28/2,3%), yem y nereii 6e3 XPC (n=5/0,6%) (p=0,012).
OTOT (haKT MOKET OBITH TaK)KE OOBSICHEH KaK (haKTOpOM BO3pacTa, Tak U O0JIee TIIKEIOTO
TeueHuss MB.

HNHTepecHol HaxXOIKOM SIBUIIOCH 0OJIee 4acToe pa3BUTHE caxapHOro auadera y
JeTel, TMEepeHEeCIInX  XUPYPTHUeCKOe  BMEMIATeNbCTBO MO  CPaBHEHUIO  C

HCOIICPHUPOBAHHBIMU ITALITMCHTAMMU. Tak NAaMUCHTBI, KOTOPBIM BBIITOJHAJIMUCH OIICpAllMi Ha
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OHII, yame umenun M3CJ] ¢ npumeHennem HHCyIUHA — n=22/5,2%, M0 CpaBHEHHUIO C
HEONEPUPOBAHHBIMU JI€TbMH 3TOM rpynnbl  (n=6/2%) (p=0,018). Bo3moxxHbIMU
MPUYMHAMH 3TOTO MOXKET OBITh KOPPENSIUs TsHKecTh TedeHuss MB ¢ moTpeOHOCThIO B
PUHOXUPYPIHUECKOM JIEYEHUHU, a TAaKXKe TUIoTe3a 00 ONEepalliOHHOM CTpecce Kak
MyCKOBOM (hakTope caxapHoro auadera.

[lo nfapyruM OCIOXHEHHAM  MYKOBHCLHI03a (ITHEBMOTOPAKC, JIETOYHOE
kpoBoteueHue, ABJIA, ocTeonopos, aMUION103) B CPABHUBAEMBIX I'pyMiax MallMeHTOB
JIOCTOBEPHOM pa3HULBI HE MOJIy4eHO. VIHTepecHO, 4TO MpU CPABHEHUHU IMALUEHTOB C
neymsi cyogenotunamu XPC (XPC ¢ HIT u XPC 6e3 HII), HecMOTpsi Ha BO3paCTHYIO
pPa3HUIly 3THX MOATPYMI, HU MO OAHOMY K3 OIICHMBAEMbIX MapaMETPOB Pa3/iuuus HE
JOCTUTAJIA CTaTUCTUYECKON 3HAYNMOCTH.

[Ipu olieHKe Moxy4yaeMoil Tepanuu BbIsIBJI€HA pa3HUIA B OTHOIICHUH IPUMEHEHHUS
aHTHOAKTEPUAIbHOM MHTaSIIMOHHOW TEpanud C AaHTUCUHETHOWHOM aKTHBHOCTBHIO,
BHYTPUBEHHON aHTUOAKTepUaIbHON Tepanmuu, MPUMEHEHUIO a3UTPOMHUIIMHA B
CyOMHTHOMPYIOITUX J03UPOBKAX ¢ MpeodnaganruemM B rpymme aereit ¢ XPC.

JleTh ¢ XpOHMYECKHMM CHUHYCUTOM TAaKXe€ 4Yalle MNOMy4ald HHTAISIIUOHHBIN
MaHHUTOJN U OpoHxoausATaTopbl. KpoMe TOTro, 1OCTOBEPHO Halle Y HUX MPUMEHSIUCH
YPCOMC30KCUXOJICBasi KHUCJIOTa, TaHKpeaTHyeckue (EepMEHThI, IKUPOPACTBOPUMBIC
BUTAMHHBI, HHTUOUTOPHI NpoToHHOW mommbl (MIIIT). Onenka mpumeHeHUs AOpPHA3BI

anb(ba IMPOBOAMJIACH B I'PYIIIIaX B OTHOMICHHUHN PA3JIMYHBLIX JO3HMPOBOK U HYTGI\/'I BBCICHUA

(Tabmuirer 26-28).

Tabnuua 26 — Tepanus B | rpymie cpaBHeHus, 110 JaHHBIM Peructpa namuentoB ¢ MB
B PD 2021 rona

Hanpasienue Tepanuu dakTt Yucao nereit | Jouas nereii [rpynna | JlocTtoBepHOCTH
nposeaenusiu| [rpynna I, ade. 1], % pasznu4ui, p
oco0eHHOCTH | 0e3

Tepanuu XPC | ¢ XPC |6e3 XPC| c¢XPC

Haramsamun 0—Her 197 286 25,8% 23,2% p=0,177

TUIIEPTOHUYECKOTO 1-/a 566 949 74,2% 76,8%

pacTeopa XJopuia UTOI'o 763 1235 100,0% 100,0%

Harpus (>3 Mec)

HHraxgnun MagHATONA 0 — Her 760 1145 98.,4% 92,7% <0,001

(>3 mec) 1-Jla 12 90 1,6% 7,3%

HUTOI'O 772 1235 100,0% 100,0%
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HHragsgmnmoHHbIe 0 — Her 564 633 73,7% 51,7% <0,001
aHTHONOTHKY (>3 Mec) 1-Ja 201 592 26,3% 48,3%
HUTOI'O 765 1225 100,0% 100,0%
BuyrpuBeHnHble 0—Her 591 839 78,5% 68,6% 1<0,001
aHTUOMOTHKH 1-/a 162 384 21,5% 31,4%
(bomee 1 kypca) UTOI'O 753 1223 | 100,0% | 100,0%
TabnerupoBaHHBIE 0 — Her 374 568 49,1% 46,4% p=0,234
AHTHOMOTHKU 1-/a 387 656 50,9% 53,6%
(bomee 1 kypca) UTOI'O 761 1224 | 100,0% | 100,0%
HewunBaszuBHas 0—Her 770 1236 99,6% 99,8% p=0,559
BCHTUJIALIUA JIETKUX 1-— Ja 3 3 0,4% 0,2%
(>3 mec) HUTOI'O 773 1239 100,0% 100,0%
bpouxonunararop 0—Her 508 735 66,5% 59,5% p=0,002
(>3 mec) 1-Jla 256 501 33,5% 40,5%
HUTOI'O 764 1236 100,0% 100,0%
Kucnopon (>3mec) 0 —Her 755 1210 97, 7% 97,8% p=0,830
1-/a 18 27 2,3% 2,2%
HUTOT'O 773 1237 100,0% 100,0%
JHopnasa anbda 0—Her 28 6 3,6% 0,5% 1<0,001
(>3 mec) 1-/a 33 24 4,3% 1,9%
2 —2,5mMr 696 713 90,3% 57,6%
1 pas/cyr
3-25mr 2 5 0,3% 0,4%
2 paza/CyT.
(BTOpAs
MHT IS
yepes
MYHIITYK)
4-25wmr 12 489 1,6% 39,5%
2 paza/CyT.
(BTOpAs
MHT SIS
yepes
PariSinus®)
HUTOT'O 771 1237 100,0% 100,0%
HuragsgmnmoHHbIe 0 — Her 724 1126 93,5% 91,0% p=0,043
crepounsl (>3 mec) 1-Ja 50 111 6,5% 9,0%
HUTOI'O 774 1237 100,0% 100,0%
TabneTupoBaHHbBIC 0—Her 763 1214 98,6% 98,1% p=0,458
cTepousl (>3 mec) 1-/la 11 23 1,4% 1,9%
HUTOI'O 774 1237 100,0% 100,0%
A3UTPOMULIH WU 0—Her 654 881 86,3% 72,2% <0,001
Jpyrue MakpOJIUAbl 1-Jla 104 339 13,7% 27,8%
(>3 mec) HUTOI'O 758 1220 100,0% 100,0%
VYpconeszokcuxomnepas 0 —Her 85 45 11,0% 3,6% <0,001
KucuoTa (>3 mec) 1-/a 686 1191 89,0% 96,4%
HUTOT'O 771 1236 100,0% 100,0%
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[Tankpearnueckue 0—Her 67 64 8,7% 5,2% p=0,002
epmenTsl (>3 Mec) 1-Jla 706 1172 | 91,3% 94,8%
UTOI'O 773 1236 | 100,0% | 100,0%

HNHrnéuropst 0 — Her 656 971 86,9% 80,0% <0,001
TIPOTOHHOM MOMITBI 1-/a 99 242 13,1% 20,0%
(>3 mec) UTOI'O 755 1213 | 100,0% | 100,0%

KupopactBopumslie 0—Her 73 55 9,7% 4,5% 1<0,001
BUTaMUHbI (>3 Mec) 1-Jla 682 1166 | 90,3% 95,5%
UTOTI'O 755 1221 | 100,0% | 100,0%

Kunesurepanus (>3mec) 0—Her 101 189 13,5% 15,6% p=0,209
1-Ja 646 1023 | 86,5% 84,4%
UTOI'O 747 1212 | 100,0% | 100,0%

Ipumeuanus: YXvupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCIIOJIb30BAHUCM
kputepusi Xu-kBajapart [Tupcona.

Tabnuua 27 — Tepanus Bo Il rpynne cpaBHeHus, 10 TaHHBIM PerucTpa nanueHToB

¢ MB B P® 2021 rona

dDakT Yuciio nerei Joast nereii JocToBepHOCTH

Hanpasienue nposenenusim | [rpynna II], aée. | [rpynmna II], % pa3iuiuu, p
Tepanuu ocodennoctu | XPC ¢ | XPC 6e3| XPC ¢ |XPC 6e3

Tepanuu HII HII HII HII
Haramsuu 0 — Her 165 121 23,6% | 22.8% p=0,740
TUIIEPTOHUYIECKOTO 1 - Jla 533 409 76,4% | 77,2%
pacTBOpa XJIopruaa UTOTO
HaTpus (>3 Mmec) 698 530 100,0% | 100,0%
Muransuun 0 - Her 630 508 90,3% | 95,8% <0,001
MaHHHUTONA (>3 Mec) 1-Ja 68 22 9,7% 4.2%

UTOI'O 698 530 100,0% | 100,0%
HnransainyuoHabie 0 —Her 330 299 47.6% | 57,1% p=0,001
aHTHOMOTUKH 1-/a 364 225 52,4% | 42,9%
(>3 mec) UTOTO 694 524 | 100,0% | 100,0%
BHYTpUBEHHEIE 0 — Her 454 382 65,6% | 72,9% p=0,007
aHTHOMOTHKH (Ooee 1-Ja 238 142 344% | 27,1%
1 xypca) UTOTO 692 524 | 100,0% | 100,0%
TabneTupoBaHHbBIC 0 — Her 320 243 46,2% | 46,3% p=0,988
aHTHOMOTHKH (OoNee 1-/la 372 282 53,8% | 53,7%
1 kypca) UTOI'O 692 525 100,0% | 100,0%
HewnnBasuBHas 0 — Her 700 529 99,9% | 99,6% p=0,409
BEHTUJISINS JIETKUAX 1-/la 1 2 0,1% 0,4%
(>3mec) UTOI'O 701 531 | 100,0% | 100,0%
Bponxonunsararop 0 —Her 404 329 57,8% | 62,1% p=0,130
(>3mec) 1-Jla 295 201 | 422% | 37,9%

HUTOI'O 699 530 100,0% | 100,0%
Kucnopon (>3mec) 0 —Her 685 518 97,9% | 97,7% p=0,886

1 —/la 15 12 2,1% 2,3%
HUTOI'O 700 530 100,0% | 100,0%
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JlopHasa anbda 0 — Her 4 2 0,4% 0,0% p<0,001
(>3mec) 1—/la 14 10 1,9% 2,6%
2—-25mr1
pas/cyt 295 412 77,6% | 33,0%
3-25Mr2
paza/cyr.
(BTOpas
WHT SIS
qepes
MYHIITYK) 4 1 0,2% 0,0%
4—-25mr2
paza/cyr.
(BTOpas
WHT QSIS
qepes
PariSinus®) 382 106 54,6% | 20,0%
HUTOI'O 699 531 100,0% | 100,0%
MHuransuuoHHbIe 0 - Her 615 505 88,0% | 95,1% <0,001
creponsl (>3mec) 1-/la 84 26 12,0% | 4,9%
HUTOI'O
699 531 100,0% | 100,0%
TabneTupoBaHHbIC 0 —Her 682 525 97,4% | 99,1% p=0,037
cTeponsl (>3 mec) 1-/la 18 5 2,6% | 0,9%
HUTOI'O 700 530 100,0% | 100,0%
ABUTPOMHUIIMH WU 0 —Her 469 408 68,2% | 77,7% <0,001
JIPYTHE MAKPOJIHIbI 1-Ja 219 117 31,8% | 22,3%
(>3 mec) UTOI'O 688 525 | 100,0% | 100,0%
VYpcone3zokcuxonenas 0 — Her 17 27 2,4% 5,1% p=0,013
Kuenora (>3 mec) 1-Jla 682 503 97,6% | 94,9%
HUTOI'O 699 530 100,0% | 100,0%
[Tankpearnyeckue 0 —Her 29 34 4,1% 6,4% p=0,070
tepmenTsI (>3 mec) 1-Jla 672 494 | 959% | 93,6%
HUTOI'O 701 528 100,0% | 100,0%
HNHrnéuropst 0 —Her 538 426 79,0% | 81,1% p=0,357
IIPOTOHHO¥ TIOMITBI 1-Jla 143 99 21,0% | 18,9%
(>3 mec) UTOI'O 681 525 | 100,0% | 100,0%
JKupopacteopumsle 0 — Her 22 32 3,2% 6,1% p=0,016
BUTaMHHEI (>3 Mec) 1 - /a 665 495 96,8% | 93,9%
HUTOI'O
687 527 100,0% | 100,0%
Kunesurepanus 0 —Her 110 79 16,2% | 15,0% p=0,576
(>3 mec) 1-Jla 569 447 83,8% | 85,0%
HUTOI'O 679 526 100,0% | 100,0%

Ipumeuanus: YXvupubm mpudToM BeieneHsl nokazarenu p<0,05

CrarucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCIIOJIb30BAHUCM
kputepusi Xu-kBaapar [lupcona.
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Tabnuua 28 — Tepanus B 11l rpynmne cpaBHeHus1, 1o 1aHHBIM Peructpa nanuentoB ¢ MB

B P® 2021 roma

Hanpasienue ®akt npoBe- | Yucio gereii [rpynna | loas nereii [rpynna | Hocto-
Tepanuu JeHUus U 111], a6c. 1II], % BE€PHOCTH
0CO0EHHOCTH onepH- | HeomepH- | omepupo | Heomepu- | PA3 UM,
Tepanuu POBaHHbIE | POBaHHBbIE | -BaHHbIE | POBAHHbIE 4
Huranainun 0 —Her 16 270 13,9% 24,0% p=0,014
TUIICPTOHUYECKOTO 1 - [a 99 854 86,1% 76,0%
pacTBopa XJopuaa UTOrO
Harpus (>3 mec) 115 1124 100,0% 100,0%
Wuransauun 0 — Her 102 1047 89,5% 93,1% | p=0,159
MaHHUTOJIA 1-/la 12 78 10,5% 6,9%
(>3 mec) UTOIO 114 1125 100,0% | 100,0%
HNuranganuoHHrie 0 —Her 61 574 53,0% 51,5% p=0,757
aHTHOMOTUKH 1-[a 54 540 47,0% 48,5%
(>3 mec) HUTOI'O 115 1114 100,0% | 100,0%
BuyTpuBeHHbIE 0 —Her 72 769 63,2% 69,1% | p=0,194
AHTUOMOTHKHU 1-/a 42 344 36,8% 30,9%
(6omee UTOI'O
1 Kypca) 114 1113 100,0% | 100,0%
TabneTupoBaHHbIC 0 —Her 37 532 32,2% 47,8% p=0,001
AHTHOMOTHKH 1-Jla 78 581 67,8% | 52,2%
(6omee UTOI'O
1 Kypca) 115 1113 100,0% | 100,0%
HewnnBazuBHas 0 — Her 115 1125 100,0% 99,7% | p=0,580
BEHTHJISIIUS JISTKUX 1-/a 0 3 0,0% 0,3%
(>3 mec) HUTOI'O 115 1128 100,0% | 100,0%
Bponxonunsararop 0 —Her 66 671 57,4% 59,6% p=0,639
(>3 mec) 1-Ja 49 454 42,6% 40,4%
UTOIO 115 1125 100,0% | 100,0%
Kucnopon (>3 mec) 0 — Her 112 1102 97,4% 97,9% | p=0,738
1-Ja 3 24 2,6% 2,1%
UTOIO 115 1126 100,0% | 100,0%
JlopHasa anbda 0 — Her 0 6 0,0% 0,5% p<0,001
(>3 mec) 1-/la 3 21 2,6% 1,9%
2—-25wmr
1 pas/cyr 38 677 33,0% 60,1%
3-2,5mr
2 paza/cyT
(BTOpAs
WHTAJSUS Yepe3
MYHIITYK) 0 5 0,0% 0,4%
4—-25wmr
2 paza/cyr.
(BTOpas
WHTAJSUS 9epe3
PariSinus®) 74 417 64,3% 37,0%
HUTOI'O 115 1126 100,0% | 100,0%
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HNuranganuoHHrie 0 —Her 101 1028 87,8% 91,3% p=0,216
crepoupl (>3 mec) 1-Ja 14 98 12,2% 8,7%

UTOI'O 115 1126 100,0% | 100,0%
TabneTupoBaHHbIE 0 — Her 112 1106 98,2% 98,1% | p=0,934
crepousisl (>3 mec) 1-Jla 2 21 1,8% 1,9%

UTOI'O 114 1127 100,0% | 100,0%
A3UTPOMULIH WU 0 —Her 79 804 68,7% 72,5% p=0,387
ApYTUe MaKpOJIHIBI 1-Ja 36 305 31,3% 27,5%
(>3 mec) UTOI'O 115 1109 100,0% | 100,0%
Vpcone30Kkcuxosena 0 — Her 0 45 0,0% 4,0% p=0,029
s KUCJIOTa 1-Ja 115 1080 100,0% | 96,0%
(>3 mec) UTOT'O 115 1125 100,0% | 100,0%
[MankpeaTHuyeckue 0 — Her 4 60 3,5% 5,3% p=0,403
epmenTsl (>3 mec) 1-Ja 110 1066 96,5% 94,7%

UTOT'O 114 1126 100,0% | 100,0%
HNHrnéuropst 0 - Her 85 889 74,6% 80,6% p=0,125
IIPOTOHHO¥ TIOMITBI 1-Ja 29 214 25,4% 19,4%
(>3 mec) UTOI'O 114 1103 100,0% | 100,0%
JKupopacTsopumble 0 — Her 3 52 2,6% 4,7% p=0,306
BUTaMHHBI (>3 Mec) 1-[a 112 1058 97,4% 95,3%

UTOI'O 115 1110 100,0% | 100,0%
Kunesurepanus 0 —Her 11 179 9,6% 16,3% p=0,060
(>3 mec) 1-Jla 104 922 90,4% 83,7%

UTOT'O 115 1101 100,0% | 100,0%

Ipumeuanus: XupasiM mipudToM BbIZEICHBI ToKazarenu p<0,05

Craructuyeckas o0paboTKa JUIsl aHaJIM3a HOMUHAJIBHBIX TaHHBIX IPOBOAMIIACH C MCIIOJIb30BaHUEM
kpurtepus Xu-ksaapar [Iupcona.

[Ipu ananu3e YacTOTHI MPUMEHEHUS HHTAJSIUN THIIEPTOHUYECKOTO COJIEBOTO
pacTBOpa 3aperuCTPUPOBAHO OTCYTCTBUE PA3HHUIBI MEXIY MOATPYHNIaMHU MAIlEHTOB C
XPC u 6e3 XPC, a Takxe B 3aBUCUMOCTH OT €ro cyO(peHoTHna, 0JJHaKO ONIEPUPOBAHHBIC
NAlMEHThl JIOCTOBEPHO 4alle MOJAy4Yaldd JaHHbld B Tepanuu (p=0,014). Oty
0COOCHHOCTh MOXHO OOBSCHUTH OoJyiee TsxenbIM TedeHueM MB  wumm  Gonee
BBIPAXEHHBIM MOPAXKECHUEM HUXHUX OTJ/IEJIOB PECIUPATOPHOTO TpakTa Ha ¢oHe Oolee
«arpeccuBHoro» XPC, morpeboBaBIIero Xupypruueckoro jgedeHus. akrop BO3pacTHOM
IPOrPECCUU JbIXaTeIbHOW HEJOCTATOYHOCTH B JAHHOM CIIy4ae HE MOXKET CUUTAThCS
BEAyIIMM, TaK Kak JIOCTOBEPHOM pa3HHUIIBI B BO3pacTe ONEPUPOBAHHBIX U
HEOINEePUPOBAHHBIX MAIMEHTOB MOJIYYeHO He ObuIo (Tabnuia 15).

BrisiBiieHo mpeobiaganue ManyeHToB, MOMyJalonuX HHTATSIIIMOHHBIA MaHHUTOJM

cpenu nererr ¢ XPC mo cpaBHenuto ¢ aerbmu 6e3 XPC (p<0,001) u ¢ XPC ¢ HII no
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cpaBHenuto ¢ XPC 6e3 HII (p<0,001), ogHako OTCyTCTBHE MOJOOHOM pa3HUIIBI MEXKITY
OTIEpUPOBAaHHBIMU U HEONEpUpPOBaHHBIMHU manueHTamu (p=0,159) ckopee oTpaxkaer
BO3pPAaCTHYIO JIMHAMHMKY HA3HAYEHHUs 3TOr0 Ipenapara, HO HE CBiI3b C TKECTHIO
nopaxkenuss OHII. Ha3naueHne MaHHHWTONA B MHTAALMUIX HMEET BO3PACTHHIC
OTpaHUYEHUS U NIPUMEHSETCS y IeTel HE paHee § JIeT.

YcranosneHno, yto vanie nanueHtel ¢ XPC, a cpean Hux aerun ¢ XPC ¢ HII,
NoJlydyajidi MHTaJSIMOHHYI0 aHTUOakTepuaidbHyro Tepanuto: 48,3% (n=592) mo
CpaBHEHHWIO C TalueHTamu 0e3 puHocuHycuTa 26,3% (n=201) (p<0,001) u 52,4%
(n=364) c Ha3aJbHBIM MOJHUIO30M MO cpaBHeHHIO ¢ 42,9% (n=225) 6e3 TakoBOro
(p=0,001).

Taxxe ObuTO MOKa3aHO, 4TO MareHThl ¢ XPC yarie nonxydyanu BHYTPUBEHHYIO
anTuOakTepuanbHyto Tepanuio (31,4%) B ominuue ot nanueHtoB 6e3 XPC 21,5%
(<0,001). bputa nomydyeHa 3HauYMMas pa3HUALA B MPUMEHEHUH BHYTPUBEHHOMN
aHTUOaKTepHabHOW Tepanuu W cpeau namueHToB Il rpynmer cpaBHenus — 34,4%
NalyeHTa ¢ moauno3oM npotus 27,1% nanuenta 6e3 nonumnosa (p=0,007).

OTnmvune 1o HJTUM TapamMeTpaM B 3aBUCUMOCTH OT (pakTa BBITIOTHEHUS
xupyprudeckoro BMmemarenbctBa Ha OHII (III rpynna cpaBHEeHMS) OTCYTCTBOBAIO.

[loydeHHbIE pe3yJIbTaThl OTPAXKAKOT KaK YBEJIMYEHHE pPacCIpOCTPAHEHHOCTH
MOPKEHUST BEPXHUX JBIXATCIbHBIX MyTeH W CMEHY BO3OyIUTENEeH B CTOPOHY Oojee
3HAQYUMBIX M PE3UCTEHTHBIX C BO3pacTOM, TakK M Ooyiee «HEOIaronpusTHBIN
MUKPOOHOJIOTHYECKUH CTaTyC y MAI[MEHTOB JETCKOro Bo3pacrta Ha ¢one pazputus XPC,
0COOEHHO C Ha3aJbHBIM MOJIUIIO30M.

ABUTPOMUIIMH B CYOUHTHOUPYIOUTUX J103aX U UHTAJISIIMOHHBIE KOPTUKOCTEPOUIBI
C TPOTHMBOBOCIAJIUTEIHHOM IIENBI0 TAKXKE Yalle MOJyYaId TMAIUEHTHl C CHHYCHUTOM
(»<0,001 u p=0,043 coorBercTBeHHO) U AcTH ¢ XPC ¢ HII no cpaBHeHuro ¢ netbmu 6€3
nosmmo3sa (p<0,001 u p<0,001 coorBercTBeHHO). Kpome Toro, Bo II rpymnme cpaBHeHUs
noctoBepHo dyaiie y nanueHToB ¢ XPC ¢ HII npumeHssiuch U TaOneTUPOBAHHBIC
rmroKokopTukocTepouibl (p=0,037). OTauuuii Mo 1aHHBIM HanpaBieHusM Tepanuu B 111

rpynme cpaBHEHUs (ONepUPOBAHHBIC/HEOTIEPUPOBAHHEIE) IMOTYYEHO HE OBLIO.
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[Tankpeatnueckue depmentol (p=0,002), HUHTUOUTOPHI MPOTOHHOW IOMIIBI
(»<0,001), >xupopactBopuMble BUTaMuHBbl (p<0,001) wyamie mMmoayyaad MaIMEHTH C
XPOHUYECKUMH CHUHYCHUTaMH, YTO MOXXHO CBSI3aTh C OOJBIIMM YHCIIOM JI€Ted B ATOM
NOATPYINE €  «TSDKEIBIMU»  TEHOTUIIAMU W, COOTBETCTBEHHO,  HAJIWYHUEM
NAHKPEATUYECKON HETOCTAaTOYHOCTH.

Perucrpaunst CTaTUCTUYECKM 3HAUMMOM 3aBHCUMOCTH MEXKIY YacTOTOMN
Ha3HAUCHHUS YPCOJE30KCUX0IeBOM Kuciaorel W Hammuuem XPC (p<0,001), ero
noauno3usM cyopenorunom (p=0,013) u moTpeOHOCTHIO B XUPYPrHUECKOM JICUYECHUH
(»=0,029)  cootHOCHMTCS Cc  OoJblIed  YAaCTOTOM  TOpaXEHUs  TICUCHH,
IPOJAEMOHCTPpUPOBAaHHOM paHee (Tabmura 23), y aeteit ¢ XPC na pone MB.

OxumaemMbie pe3yabTaThl ObUTH TONYYCHBI MPH aHAIM3E Pa3IUYHBIX PEKUMOB
UCIIOJIb30BaHUS JIOpHa3bl anbha — EIMHCTBEHHOIo Ipernapara, o00JaJarolero
MaKCHUMAaJIbHBIM YPOBHEM J0Ka3aTeIbHOCTH 3(PPEKTUBHOCTH B OTHOIIIEHUY JieueHust MB-
accounuupoBanHoro XPC.

B I rpyminie cpaBHeHUs 1€TH ¢ XPOHUYECKUM CHHYCUTOM 4Yaule Moaydaliv JOpHa3y
anbda B ABOWHON JO3UPOBKE (BTOPYIO J03Y YE€PE3 MHTAJISITOP C MyJIbCUPYIOIICH mogaueit
aspo3sons PariSinus®) (n=489/39,5%), uem netu 6e3 cunycura (n=12/1,6%) (p<0,001). C
OJTHOM CTOPOHBI, 3TO OTPAKAET OCBEAOMJIIEHHOCTh MHOTHX Bpadeil (CHEeIUaIucTOB IO
OKa3aHMIO NMOMOINY NarueHTaM ¢ MB u/unm oTOpuHOIapUHTOIOTOB) O HEOOXOUMOCTH
UCTIOJIB30BAHM TaHHOM JleueOHoi onuu B Tepanuu nopaxenus OHII y gereit ¢ MB, ¢
IPYroil — Ha3HaYeHue npenapara auusb y 39,5% nanueHToB rOBOPUT O HEJOCTATOYHOCTH
ucnonbp3oBanus 3roro Buaa geueHuss XPC na ¢one MB. Ilonyuennsie HaMu JaHHbBIE IPU
aHkeTupoBaHuM L[eHTpOB MyKOBHCLIHI03a M TpPUBEACHHbIE B IIaBe 4 (Ha3HaYeHUE
JIOpHa3bl alb(pa MHTAIALMOHHO WHTpaHA3aJbHO MpakTUKyeT 87,9% pecrnoHIeHTOB),
CBUJIETEIBCTBYIOT O CTPEMHUTEIILHOM YBEJIIMUEHUN Ha3HaueHus npenapara B 2022-2024
IT. 1o cpaBHeHUIO ¢ 2021. BeposaTHO, 3T0 cBsS3aHO ¢ pa3paboTkoi u BHeapeHueM ¢ 2019
I. OTEUYECTBEHHOTO OMOCHMMUJIISIpa 3apyO0eKHOr0 OPHUTMHAIBHOTO Tpernapara JAOpHa3bl
anbda u pocte UHHOPMUPOBAHHOCTH Bpavel 0 TaHHOM MOJXOJIE B TEPAIHH.

Bo 1II rpynme cpaHenus netu ¢ XPC c¢ HII nmonyuyanu nopHasy anbda ¢

nylIbCUpYIOIIEeH mojadeil asposonst yame — n=382/54,6%, dem 06e3 monumoza —
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n=106/20,0% (p<0,001). lanHblii (pakT MOKET CBUIETEIHCTBOBATH 00 OTHOCHUTEIBHHO
NO37HEM CTapTe Tepamnuu, T.K. HCHOJb30BaHUE IMpenapara Ha (oHe BBIPAKEHHOTO
MOJIUIO3a MOTEHIHAIbHO MeHee 3()()EKTUBHO B CBSI3U C HAPYIICHHEM IMPOXOIUMOCTH
nojoctu Hoca u coyctuid OHII.

B Tperwheil rpymnme cpaBHEHHs ONEpHpoBaHHblE MauueHTbl ¢ XPC mnonydanu
nopHazy aibha B (GopMe WHTAISIHNN C MyJIbCUPYIONIEH Tojauel a’po30iis dYalie u
coctaBuwiu 63,4% (n=74), B TO Bpemsi, KOrja B IpylIie HEONEPUPOBAHHBIX 3Ta JOJS
coctaBuna 37% (n=417) (p<0,001). Takum oOpa3zom, Mpu HA3HAYCHUU TMperapara
YUYUTHIBANIACh OJHA W3 LEJIIEM PUHOXUPYPTHUECKOTO JICYEHUS — CO3MAHUE NYyTEH H
aHATOMUYECKHUX YCJIOBHM [UJIsl OCYIIECTBICHUS 3(PQPEKTUBHOM TOMHUYECKOH, B T.4.
uHTansanuonHou, Tepanuu XPC, a gopHasa anb(a BXOAUT B CTaHAAPTHBINA CHEKTP
MOCJIEONEPAMOHHBIX PEKOMEHAAIMH B OTOPUHOJAPUHIOIOTHYECKUX OTICICHUSIX,
BBITTOJIHAIOIINX XUPYPrudeckoe jgeueHue nereu ¢ MB.

Paznuuuii Mexay HCIOJIb30BAaHMEM TAaKUX BUIOB JICUCHHS, KaK HEHMHBA3UBHAs
BEHTUJISILIMSA JIETKUX, OKCUTE€HOTEpaNusi, KHHE3UTepanusi HU B OIHOW U3 TPYIII CPAaBHEHUS

MOJIyY€HO He ObLIO.

3aki0ueHue

CraTucTUYeCcKHii aHalu3 TaKUX OTHOCHUTEIBHO «OONBINIMX JaHHBIX», Kak
HaIMOHAIBHBIM PEerucTp mannueHToB, OTKPHIBACT HOBBIE BO3MOXKHOCTH B YCTAHOBJICHUH
HEU3BECTHBIX paHee B3aUMOCBS3eH MKy pa3IMUHBIMU aCTIEKTaMH MaTOTeHe3a, TCUCHUS
U Tepanmuu MyKOBHUCITH03a. Bkirouenne B Peructp nHpopmanum He TOIBKO O HATMYUHU
WJIM OTCYTCTBHH YCTAHOBJICHHOTO JUArHO3a «XPOHUYECKHH PUHOCUHYCHT», HO U O €ro
cyodenorune (¢ 2020 1.) u pakTe BHIMOTHEHUS PUHOXUPYPTUUECKOTO BMEIIATEIHCTBA (B
T.4. KaK CyppOTraTHBIM KpUTEpU TskecTH 3a0oseBanus) (¢ 2021 1.) mo3BOIMIO TPOBECTH
aHaJIN3 B COOTBETCTBYIOIIUX MOATPYyIIaX.

B pesynbrare nporuBonocrasinenus noArpym aereir ¢ XPC u 6e3 "Hero; ¢ XPC ¢
Ha3aJIBHBIM TIOJIIIO30M M 0e3 monumo3a; ¢ XPC, moTpe0oBaBIIUX XHUPYPIHUECKOTO

JICYCHHA, 1 HCOIICPUPOBAHHLIX IMAIMCHTOB OBLIN BBISBJICHBI CICAYIOIINUC B3aNMOCBA3U

(Tabnuua 29).
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Tabnuna 29 — UnTerpasibHble JaHHBIE O BBISIBICHHBIX I0CTOBEPHO 3HAYUMBIX CBSI35X
MeXay Hanmn4yreM u xapakrepuctukamu XPC u ocodbennocTsimu Teuenus MB

XapakTepucTHKA Te4eHUs Hamnune XPC XPC c HIT @aKT BBIIOJHEHHA
MB PUHOXHPYPIHYECKOI0
JICYeHHUs

Bo3zpacr

Bo3spact ycrtanoBnenus
JIMarHosa

BeIinonHenne HeoOHATaIBHOTO
CKpUHHUHIA

I'enorun

(«MSITKHI/ «TSHKETIBIN )
[Tokazarenu ®BJ{

(OPB1, %/DXEJL, %)

UMT

MuxpoOnoIornyecKuii cTaryc

Pseudomonas aeruginosa
MRSA

MSSA

Escherichia coli

Haemophilus influenzae
Burkholderia cepacia complex
Achromobacter spp.
WurterpansHoe Hanu4me
rpaMOTPHUIIATETHLHON QIIOpHI

OcnoxxHeHus MYKOBHCIIMI03a

[TopaxxeHue neueHu

cano

IIceBno-baprrep cunapom
MyxkoBHCIIMA03-3aBUCUMBIN
caxapHblii quaber

Tepanus MykoBUCIIH103a

WHransmuu runepToHIYecKoro
COJIEBOTO pacTBOpa
Wuransunu MmanauToNa (>3Mec)
WHransuuoHHbIe aHTUOMOTUKU
(>3 mec)

BHyTpHBeHHbIC aHTHOHOTHKU
(Ooee

1 kypca)

TabneTupoBaHHBIC
aHTUOMOTHKY (OoTIee

1 kypca)

Bpouxonunsararop (>3 mec)
JlopHasa anbda (>3 mec)
WHransuuoHHbIE CTEPOUIBI
(>3 mec)

TabeTupoBaHHbBIC CTEPOUIBI
(>3mec)
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ABUTPOMUIIVH WA JPYTHE p<0,001 p<0,001

MaKpoJIHibl (>3 Mec)

VYpconesokcuxoseBasi KHCIOTa p<0,001 p=0,013 »=0,029
(>3 mec)

[Tankpearnueckue GepMEHTHI p=0,002

(>3 mec)

NHruOuTOpHI MPOTOHHOM p<0,001

nommnsl (>3 mec)

JKupopacTBopruMbIe BUTAMHUHBI p<0,001 p=0,016

(>3 mec)

Takum oOpa3zom ObUTO TOKa3aHo, 4To ManueHThl ¢ XPC mocroBepHO cTapiie, a
Bo3pactHoe pacnpenenenue XPC 6e3 HIT u XPC ¢ HII no3Bonser npennonoxuTs, 4T0
JBa 3THX CyO(eHOoTUIla PUHOCHMHYCHUTA SBIAIOTCS IOCIEIOBATeIIbHBIMUA CTaIUsIMU
OJIHOTO U TOTO ke BocnanurenbHoro nponecca B OHII u oTpaxarot ero nporpeccuio.

Cesi3p OoJiee cTaplilero Bo3pacTa YCTAHOBJICHHUS JMArHO3a «MYKOBUCLHIO3» C
HanuueM y pedenka XPC u ero nmojaumno3Horo cyodeHnoTuna, BEposSTHO, aCCOIMUPOBaHA
C TMO3MHAM CTapTOM TATOTEHETUYECKOW Tepanuu | MPOPUIAKTUICCKON POJIBHIO
CBOEBPEMEHHOTO JieueHUs: MB B OTHOLLIEHNH MOPaKEHUsI BEPXHUX JIbIXATEIbHBIX IyTEH.

C ToukuM 3peHUs] OMpEeeICHUS TCHOTUN-(EHOTHITMYECKUX CBSI3€H B Pa3BUTUU
MYKOBHUCIIH/I03a HECMOTpsi Ha To, yTo XPC pa3BuUBaeTcs y MNOJABIAIONIETO YHUCIA
MAlMEHTOB HE3aBUCUMO OT «TSDKECTW» TreHetndeckoro Bapuanta, XPC ¢ HII u
NOTPEOHOCTh B XUPYPIHUECKOM JICUCHHHM (KaK KpUTEPUU OoJiee «arpecCHBHOTOY
TEUEHUS) COMPSIKEHBI C «TSHKETBIMUY» TeHOTUITAMHU.

[Taimentsr ¢ XPC uMmeroT D0CTOBEpHO Oojiee HUBKUN HYTPUTHUBHBIN CTaTyC H
MoKa3aTeNy (pU3HIEeCKOTo pa3BUTHS, yeM Jetu 0e3 XPC. DTo B ouepenHoi pa3 oTpakaeT
HETaTUBHOE BJIIMSHUE HAPYILICHUS HOCOBOTO JbIXaHUs HA pa3BUTHE PEOCHKA, a C JPYyrou
cTtopoHbl — couetanue XPC u uu3kux 3HaueHuit UMT ogHoHanpaBieHHO XapaKTEPU3YIOT
Oonee Tsxenoe TeueHue MB.

AHaJIM3 MUKPOOHOJIOTUUECKOTO CTaTyca BBISIBUJI ACCOIUAIIMIO MEXKIY HaJUYHUEeM
XPC wu BbIIENEHWEM KIMHUYECKHA 3HAUMMOW TpaMOTPHUIATENbHOW (IIOphI, a Takke
Mexay uHpunrpoBanueM Pseudomonas aeruginosa n XPC ¢ Ha3anbHbIM 1onuno3om. C

OJTHOM CTOPOHBI, 3TO TO03BOJsieT moAaTBepAuTh posib OHII xak MecTa KoIOHHM3aLUU
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OakTepusiMu, C JApyrod, Haobopor — mnpeanonoxuTh pazsutue XPC Ha ¢doHe
uHuIpoBaHus 0osee «arpecCUBHON» GIOpOi.

Hns nererr ¢ MB-acconuupoBanaeiM XPC  mocTtoBepHO OoJiee XapaKTepHO
pPa3BUTHE TAaKUX OCJIOKHEHUH, KaK MOpaXeHHe Me4eHH (C LUppo30oM M Oe3 Hero) u
MYKOBUCIU03-3aBUCUMBIN CaxapHbIi AMa0eT. DTO MOXKET KaK XapaKTepu30oBaTh Oojee
Tsokenoe tedeHne MB y manumentoB ¢ XPC, Tak U ObITh OMOCPEIOBaHO OOJbIIEH
aHTUOAKTEpPUAIIbHOW HArpy3Kod TMpU BBIPAKEHHOM BOCHAIUTENbHO-UH(PEKIIMOHHOM
npouecce B OHII, a Takyke conpsKeHO ¢ BO3PACTHBIM pa3BUTHEM KIMHUKUA MB.

[IoMUMO CHUCTEMHBIX M HMHTAIALMOHHBIX AHTHUOAKTEPUABbHBIX MPENapaToB Y
naieHToB ¢ XPC (u ocobernno ¢ XPC ¢ HII) ormeuaercs Oomnbliasi moTpeOHOCTH B
MYKOJINTUYECKOU Tepanuu, OPOHXOIUIIATATOPaX, MaHKpEeaTHUeCKUX (epMEeHTax U psie
JIPYTUX BUJIOB JICUCHUS.

Takum oOpazom, XPC B 1enoMm, Ha3zajdbHBIA TOJMIO3 W TMOTPEOHOCTH B
PUHOXUPYPIHUECKOM JICYEHUH aCCOIMUPOBAHbI (3a4acTyl0 B3aMMHO) C MpU3HAKAMU
Oonee Tspxenoro Teuenust MB. 3HaHue 3TOTo B KaKOW-TO MEPE MOXKET OBITh UCTIOJIB30BaHO
B IPOTHO3MPOBAHMM MPOTPECCHM KIMHUKHU OOJIE3HW U OpPraHMU3allH NPEBEHTHUBHBIX
TEeparneBTUYECKUX MEP.

[TponemoHcTprpoBaHHasi BbICOKas pacnpocTpaneHHOCTh XPC y nannentos ¢ MB
Y TECHAs MAaTOr€HETHYECKas CBA3b C MOPAKEHUEM JPYIMX OPTaHOB MO3BOJISIET TOBOPUTH
o BocnanurenbHoM mnpouecce B OHII He kak 00 OCIOXHEHHUM, a KaK O MPOSBICHUU
OCHOBHOTO 3a00JI€eBaHMsI — MYKOBUCIHUI03a, U, MOAYEPKUBAs MPUHAJIEKHOCTh K
ocobomy ¢denoruny XPC, 000CHOBaTH HCMOJB30BAaHUE TEPMHUHA «MYKOBUCIIHI03-

aCCOLIMMPOBAHHBIN XPOHUYECKUN PUHOCUHYCHUTY.



TJIABA 6. TYUEBASI CEMMOTUKA XPOHMYECKOT'O PUHOCUHYCHUTA
1 MOUCK TEHOTHUTN-®EHOTUNTMYECKNX CBSI3EN B MTOPAKEHUM
OKOJIOHOCOBBIX IMA3YX V¥ JIETEI C MYKOBUCHULIMJ030M

KommnbloTepHass ToMorpadusi OKOJIOHOCOBBIX Ma3yX CYUTACTCS «30JIOTHIM
CTaHJIAPTOM» BU3YyaJIN3aLIN JTAHHOU AHAaTOMMUYECKON 30HBI pu
BOCMAIMTEILHOM/HEONYX0JICBOM TeHE3e Iarojiorudeckux wu3MeHeHui. Ilpu MB-
accouuupoBanHoM XPC KT OHII taxke mo3BosiseT HaWiIydildM 0Opa3oM CyIuTh O
XapakTepe M pACHPOCTPAHEHHOCTH  IOPAXEHUs, IIPEOJNOJIeBass  OTPAHUYCHMS
HHAOCKOMMUYECKON JMArHOCTUKHU. B 3apyOekHBIX MyONMKanusx JOCTATOYHO MIUPOKO
ocBemieHbl Borpochkl ocobenHocteit KT-kaprunet OHII na ¢one MB (mompo6HO
onucaHbl B pazzaene 1.2.4), omHaKo pe3yabTaThl Halleld paboThl MPOJAEMOHCTPUPOBAIH
HEJOCTAaTOYHOE BHHMAaHUE CO CTOPOHBI MHOTHX MCCJIEAOBATENEd K pANYy BBICOKO
IMaTOTHOMOHUYHBIX MpU3HAKOB. KpoMe Toro, pacmnpenerneHue NaTOreHHbIX BAPHAHTOB
reHa CFTR B poccHuiiCKOM KOropTe O0JIbHBIX U HAIMYUE «IHAEMUYHBIX), U MaKOPHBIX
JUIS pPEruoHa, MYTAallMid, KOTOpbIE, BEPOSTHO, MOIIM Obl UMETh CcHelupUUIecKue
XapaKTePUCTUKU MOPAKEHUSI BEPXHUX JbIXATEIbHBIX IMyTeH, 000CHOBAIU BHINIOJHEHUE
ATOM yacTu paboTHI.

B xone nccnenoBanus ObUT HAKOTIJIEH OOJBIION IU(PPOBON apXUB KOMITBIOTEPHBIX
tomorpamm OHII 570 nereii ¢ MB. B otHOomeHun psiga AeTeld UMEETCS JUHAMUYECKUN
apxuB KT ¢ uccinenoBaHusiMM, BBITIOJTHEHHBIMU B Pa3HOM BO3PACTE, YTO MPEACTABIISIET
MHTEPEC C TOUKHU 3PEHUSI OLICHKU MPOTPECCUPOBaHUS OOIE3HU.

YuuthiBasi OONBIIOE YHCIO XapaKTEPUCTHK, IO KOTOPHIM COBMECTHO CO
CHELMAIMCTaMHU B O0JIACTH JTyYEBOM AMATHOCTHKH MPOU3BOAMIIACH OLIEHKA PE3YIbTAaTOB
KT, u ee TpynoeMkocTh, HaMHu ObLIa MPOBEACHA PaHIOMHU3ALMs UCCIEAOBAHUM 3a CUET
(GYHKIMU TeHepaluu ClIy4yalHbIX yucea u otoopana 1/3 Tomorpamm, T.e. 190.

JInst  COMOCTAaBUMOCTH  PEHTICHOJIOTMYECKOM KAapTUHBI BKIIIOYAJINACH TOJIBKO
KOMIIBIOTEPHBIE TOMOTPaMMbl HEOTIEPUPOBAHHBIX HA MOMEHT MCCJIEIOBAHMS NTALIUEHTOB,

a Takke He nonydaBmux tepanuio CFTR-monynsitopamu (TapreTHyro TEparuio).
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B oTHomeHun Bcex OTOOpaHHBIX MAIMEHTOB Mbl pacIoyiarajd JaHHBIMH O
naroreHHoM BapuaHTe reHa CFTR v, COOTBETCTBEHHO, O KJIACCE€ MYTAIUN U «TIKECTH
TeHOTHIIA, UCXOHOM ITOKa3aTelie YPOBHS XJIOPHUIOB MOTA/TIPOBOIUMOCTH MTOTa (MMOJIB/JT)
Ha MOMEHT ITOCTAHOBKH JIMAarHo3a. B OTHOIEHWH ONEpUPOBAHHBIX MOCIIE BBINOIHEHUS
KT neteit — uatpaonepamonHomM Mukpoouonorunueckom craryce OHII (n=57).

OTaenbHO NTPOAHAIM3UPOBAHBI APXHMBHI MAlMEHTOB B JAUHAMUKE, a TaKKe
noapo6Ho onucanbl KT OHII nereit ¢ MaXOpHBIMU TeHETUYECKUMH BapuaHtamu MB,
xapakrtepHbiMu 11 Poccuiickont @enepannu.

CrexTp XapakTepUCTHK OblI OCHOBAaH KAaK Ha CTAHJAPTHBIX IS MOAOOHBIX
UCCIIEIOBAaHUI MMapaMeTpax, TAK U Ha HAILIEM OIbITE JUATHOCTUYECKUX HAXOAO0K y JIeTel
¢ MB, u Obln 3HAUUTENHHO MIUPE OONBIIMHCTBA AHAIOTHYHBIX 3apyOeKHBIX PaldoT.
[TomuMmo mona u Bo3pacta Ha MOMEHT BblnoiHEHUA KT, oH Bkitowyan: oneHky no LMS B
momubukanuu Zinreich (kak Oojiee UYyBCTBUTENIBHYIO IO CpaBHEHHIO C 0a30BOit
OambHOM cucteMoi) [256; 257; 258], Hanuuue TUIOIIAa3Uuu JOOHBIX U KIMHOBHUIHBIX
nasyx, Haauuve Meauanu3auuu HocoBo creHku BUYII (mceBmomykomuoriene),
Ha3aJbHBIN MOJIMIO3 (BBIXOIAIIMN 3a IPEIEIbl CPETHEr0 HOCOBOTO X0/1a, T.€. >I cTenenu
no Johanson/Meltzer), acHMMeTpHUI0 W3MEHEHHM, MCKPUBICHHUE IEPETOPOAKUA HOCA,
HaJlMyue KOCTHOM NEeCTPYyKIUU (MOMHMO paspylieHusi meauanbHod ctenku BUII), a
TaKKe€ TaKHE€ PEIKO YUYUTHIBAEMbIC SBJICHHS, KaK JIECTPYKIHUIO KOCTH B MPOCKIHUH
CJI€3HBIX IMYTE€W WM UX KOMIPECCHUIO0, HAJMYHUE «ECTECTBEHHOIO KOHTPACTUPOBAHUS
MsarkotkanHoro cyoctpara B OHII m ero neHcuTtomMeTpuyecKkue XapaKTEPUCTHKHU.
[ToMmuMoO »TOTO, B 30HY CKaHUpPOBaHUS B OOJBIIMHCTBE ciydaeB (n=184 (96,8%))
BXOJIWJIM BHCOYHBIE KOCTH, B CBA3M C YE€M OLCHMBAJIACh MHEBMATHU3ALMUS MOJIOCTEH
CPEIHEr0 yXa U THUIl CTPOEHHUSI COCUEBHIHOTO OTPOCTKA (pe3yibTaThbl 3TOrO paszzena
aHanu3a OyayT NMPECTaBICHBI B INIaBE, MOCBAIICHHOW COCTOSHUIO ciyXa y aeteit ¢ MB).

JIy1st yTOUHEeHHST BO3PACTHBIX 0COOCHHOCTEN mporpeccun MB-acconnnpoBaHHOTO
XPC netu ObLM pa3fesieHbl Ha 3 TPYIIIHL:

— 1o 6 et (n=60/31,6%);

— ¢ 6 10 12 ner (n=78/41,0%);

— ¢ 12 no 18 net (n=52/27,4%).
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C 1ebl0 MOUCKA TeHOTUT-(DEHOTUITMYECKUX KOPpEeIsLuid ObU10 cpopMUpOBaHO 3
NOJPYNIbl HA OCHOBE T'€HOTHUIIA U COOTBETCTBYIOUIEH €ro «TsKeCcTW» (M3 aHaiau3a
UCKIIFOYEHBl MALMEHTBI, y KOTOPBIX CEKBEHHPOBAHbl T€HETUYECKHE BapHAHTBI C
HEU3BECTHBIM KIIMHUYECKUM 3HaueHueM (Takue kak, G194R u np.) miam He ymanoch
uAeHTU(UIIPOBATH BTOPOH TeH (uckimoueHo 10 manueHToB):

1. «rsoxenas»/«Tskenas» MyTalus (3a uckimoueHueM romos3uror mo F508del)
(n=87/48,3%);

2. «MATKHE» MyTaluu (Kak MUHUMYM, OJTHA «MSTKash» MyTallus, ONpeaestomast
OCTaTOYHYIO (PYHKIIHMIO XJIOpHOTO KaHana) (n=36/20,0%);

3. romo3urotsl mo BamaHTy F508del (kak camblii pacrnpocTpaHEHHBIN
TCHETHUECKUH BapwaHT, TPATUIIMOHHO WCIIONB3yeMbIi B KaueCTBE «KOHTPOJIS)
(n=57/31,7%).

Kpome Toro, mpou3BOAMJIOCE M IAPHOE CPABHEHHME «TSDKENBIX» (BKIHOYAS
romo3uror no F508del) u «wmsrkux» renorunoB (144/80% u 36/20% mnanueHTOB
COOTBETCTBEHHO).

Taxkum 00pa3om, B 3Ty yacTh aHaiu3a Bouwio 180 maueHTos.

OtTnenbHOE BHUMAHUE YIEISUIOCH TEHOTHIIAM C YYaCTHEM MaKOpHbIX g PO
mytaruii reHa CFTR: E92K (t.H. «uyBamickas»), CFTRdele2,3 (T.H. «cnmaBsHCKasy),
W1282X (T.H. «kapadaeBo-yepkecckas»), 1677delTA (T.H. «kaBka3ckas»), R1066 (T.H.
«cudupckas»), a TaKkKe MyTalud, XapakTepHbIx s ciaBsH: L128ins, WI1282R,
2184insA, 2143delT, 3272-16T>A (mocnenHsisi xapakTepHa s ClaBSIH W (PUHHO-
yTOPOB).

Hamu ObL10 IpUHSATO pelieHrne 00 OTCYTCTBUU HEOOXOAMMOCTH (POPMHUpPOBAHUS
KOHTPOJIbHOW Tpynnbl manueHtoB ¢ XPC 06e3 MB, T.k. nydeBas CeMHOTHKA

Hecneuuduueckoro nopaxxkenus OHII mupoxo uzBecTHa.

6.1. O0mas xapakrepuctuka KT-n3MeHeHHiT 0KOJIOHOCOBBIX Ma3yX y JAeTel
¢ MYKOBHCIIHI030M
[Tpu onerke orobpanubix 190 pesynbratoB KT OHII menuana Bo3pacra nereii Ha

MOMEHT obcnenoBanusi coctaBwia 7,0 (5,0;12,0) ner. I'ennepHoe pacmpeneneHue
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oKazasioch 6mu3koe k paBHomy: 97 (51,1%) mansuukoB u 93 (48,9%) nesouku (p=0,845).
PacripocTpaHeHHOCTh aHAJIM3UPYEMBIX NPU3HAKOB B OOILIEH BBIOOPKE IpENCTaBICHA B
tabmune 30. CrneayeT OTMETHTh, YTO PAJ XapaKTEPUCTHK BO3MOXKHO OBLJIO OLIEHUTH
TOJIBKO MPU HAJMYUU MITKOTKaHHOTO pexxnMa BoinonHeHus MCKT. Tlpexne Bcero, 310
KacaeTCs BBISBICHUS «ECTECTBEHHOTO KOHTpAacTUpoBaHus» coxepkumoro BUIIL m ero
neHcurometpus. Y 47 (24,7%) manyMeHTOB JaHHBIM PEXUM OTCYTCTBOBAJ WM ObLia

BeIimoHeHa KJIKT.

Tabmuua 30 — PacripoctpaneHHOCTDh U XapakTepuctrka aHanu3upyembix KT-mpuznakos
XPC B 06mieit rpynmne gereit ¢ MB (n=190)

Ipu3znak BriOopka (n) Hannumne/xapakTepucTuka Npu3HaKa
aoc. %

«EcTecTBEeHHOE KOHTPACTUPOBAHUE» 143 140 97,9%
AcUMMETpHUS TOPAKEHUS 190 19 10,0%
VckpuBneHue neperopojiku Hoca 190 58 30,2%
I'mmiorna3us 10OHBIX Ma3yx 190 39 20,5%
['mnonuazusi KIIMHOBUAHBIX MA3yX 190 69 36,3%
KocThas nectpykuus 190 87 45,8%
Kommnpeccus/necTpyKius Cae3HbIX 190 20 10,5%
yTei

IlceBgomyKkonuoiene 190 85 44 7%
HazanpHeIi 1oanno3 190 112 58,9%

MG,HI/IaHa ACHCUTOMCTPUICCKUX MoKa3areyieu «ECTCCTBCHHOTI'O

KOHTPacCTUPOBaHMs» MITKOTKaHHOro cyoctpara BUII cocrasuna 77,5 [68,5;85,0]1 HU.
[ToCcKONBbKY IpH IEHCUTOMETPUM B pa3HbIX ydacTkax copepxkumoro BUII mokazarenu
KOJICOAMNCh, Y KaXKJIOro TAaIlMeHTa OTMEYald MHUHHMAIbHYI0O M MaKCUMaJbHYIO
PEHTTEHOJIOTMYECKYIO IUIOTHOCTh oOyara. lak MeJuaHa MUHHUMAJIbHOM IIOTHOCTH
cocraBmia 55,0 [45,0;60,0] HU, menuana makcumanpHoit — 100,0 [87,0;112,0] HU.
Takum 00pa3oM, OPUEHTUPYSICh HA KpailHUE 3HAYEHUS MEKKBAPTWILHBIX MHTEPBAJIOB,
MO>XHO TOBOPHUTH O TOM, YTO PEHTICHOJOTHYECKAsl IUIOTHOCTh OYara «eCTECTBEHHOTO
KOHTpacTUpoBaHUs» Kojebmercs oT 45 mo 112 HU. JlanHBI peHTreHONIOTHYeCKUn
dbeHoMeH cooTBeTCTBYeT NnpucyTcTBUio B BUII KpyIHBIX CKOIIJIEHUM THOMHOTO CeKpeTa
Pa3HOM IJIOTHOCTH, YTO MOATBEPKIAAETCS MHTPAONEPALMOHHO, U, BEPOATHO, OTPAXKaeT

YHUKaJIbHBIE €T0 CBOMCcTBa mpu MB (BeicOKOE coneprkanue 6enka u BHekaeTouHou JTHK,
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TIOBBIIIICHHAS] B JIECATKH pa3 BSI3KOCTh). DTO OKa3aJOCh CAMBIM YaCThIM TPHU3HAKOM,
BBISIBIISIEMBIM MOYTH Y Beex (97,9%) nereii ¢ MB, Ha KOTOpBIif yalie Bcero He 00pamaoT
BHUMAHHE KaK CHCIUAJINCTHl MO0 JYy4eBOW TUArHOCTHKE, TaK U OTOPUHOJAPUHTOIOTH

(pucyHok 17.).

Pucynoxk 17 — KT-kapTuHa «€CT€CTBEHHOTO KOHTPACTUPOBaHU» coaepxkumoro BUII
y nereii ¢ MB, «MArkoTKaHHOE OKHO»: (2) KOpOHapHasi MPOEKIIMs, PU JEHCUTOMETPUU
B Pa3HBIX Y4aCTKaX 0YaroB «ECTECTBEHHOTO KOHTPACTUPOBAHUS» ONPENEIICHA CPEIHSS

pentrenonoruyeckas miotHocTh 92,73HU u 103,30HU; (6) akcuanbHas TPOEKIIHs

(Y4acTKHU «€CTeCTBEHHOIO KOHTPACTUPOBAHUSY 0003HAYEHBI KPACHOM 3BE3/I0UKOM)
ACHMMETPUYHOE/OMHOCTOPOHHEE IOpaXKeHHWEe, 110 HaIMM  HaOIIOACHUSM,
XapakTepHO [JIs TMAalMEeHTOB Oojee MIAAIIero Bo3pacTa M SBISETCA ATaroM
dbopmupoBanusi  aBycroponHero  XPC. Ilpu »3ToM  3a4acTyr0  pa3BUTHE
ncesaomykonuotiiesnie BUIl u/vim HazanbHbIN TOIUIT03, HACTOJIBKO BRIPAXKEHBI CHavYaJIa ¢
OJIHOM CTOPOHBI, UTO MPUBOJAT K Ae(opMalinu neperopoiku Hoca B IPOTUBOMOJIOKHYIO,
elle MHTAaKTHYIO, CTOpOHY. J[Jii MpoBepKHM MaHHOW THUIOTE3bl HAMU ObUT TPOBEICH

BOSpﬁCTHOfI aHaJIM3 CpCAHr MaICHTOB C AaACUMMCETPHUYHBIM IMOPAKCHUEM U HCKPUBJIICHUCM

neperopoaku Hoca (tabmnwuma 31).

Tabnuua 31 — Bo3pacTHoe pacnpeneneHue 1ereil ¢ 0IHOCTOPOHHUM/ aCUMMETPUYHBIM
nopaxenueMm OHII u uckpusnenuem neperopoaku Hoca Ha pone MB-XPC

IMpusznax Hanunumne Bo3pacr, Jer JdocToBepHOCTH
NMPU3HAKa mo 6 c6nol12 | c12 o018 pasauyuii, p
OpHocTOpOHHEE/acCUMME Ha 11 (18,3%) | 7(9,0%) 1 (1,9%) p=0,014

TPHUYHOC IMMOPAKCHHUC,
a6e. (%) Her | 49(81,7%) | 71 (91,0%) | 51 (98,1%)




155

VckpuBlienne Jla 10 (16,7%) | 18 (23,1%) | 30 (57,7%) p<0,001
MePETOPOIKHU HOCA,

a6e. (%) Her |50 (83,3%) | 60 (76,9%) | 22 (42,3%)

Wroro, a6c. (%) 60 (100%) | 78 (100%) | 52 (100%) 190 (100%)

Ipumeuanue: XupueiM mpudTOM BbIAETIeHBI ToKa3arenu p<0,05

CrarucTuueckas O6p&60TKa AJId aHaJINn3a KOJIMYCCTBCHHBIX JaHHBIX IMTPOBOANIACH C UCITOJIB30BAHUCM
Kputepusi ManHa- YUTHH.

N3 Tabnuipl BUAHO, YTO CTATUCTUYECKU 3HAYMMBI KaK CHIDKEHHE C BO3PACTOM
JIOJIA IETEN C OJHOCTOPOHHUM/acuMMeTpruyHbIM nopaxenuem OHII, Tak u poct monu
MAlMEHTOB C HCKPHUBJICHUEM IEPEeropoAku Hoca. bosee moapoOHBIN mapasieibHBIHN
aHaJIN3 dTUX TPHU3HAKOB B 3aBUCHMOCTH OT BO3pacTa MOXHO H300pa3HTh CICTYIOITIM

obpasom (pucyHok 18).

35%
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acuMmeTpua WUCKpPUBNEHWE Neperopogku Hoca

Pucynok 18 — Bo3pactHoe pacnpezenenne 0qHOCTOPOHHET0/aCUMMETPUYHOTO
nopaxenus OHII u uckpuBnenus neperopoaku Hoca Ha (oHe
MB-accouunpoanHoro XPC

Bunno, yto nuk acummetpuu nopaxenust OHII u hopmupoBanus nckpuBiIeHUs
IIEPETOPOIKM HOCA TNPUXOAUTCA Ha BO3pacT 4-6 JeT, YTO IOATBEP)KAACT HaIIU
HAOJIIOZICHUSI U TOBOPUT O MPaBUJIBHOCTH BBIABUHYTOM rumnote3bl. B Bo3pacrte crapiie
13 et kapTHHA OJJHOCTOPOHHETO0/aCUMMETPUYHOT0 NaTtosioruyeckoro mnporecca B OHII

HaM YK€ HC BCTpCUAJIaCh.
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TunuyHelil TpuMep MOAOOHONW KapTHHBI, a TaKXXe XapaKTEpPHOM BO3pACTHOU
nporpeccun XPC B AuHaMuKe MpencTaBieH Ha pucyHkax 19, 20. HTepeceH ciydai
MaIMeHTa ¢ TUTAHTCKUM TICEBIOMYKOTIHOIIeNe OYJIJIE3HO M3MEHEHHON CpeNHe HOCOBOM
PaKOBUHBI, KOTOPOE MPUBEJIO K PE3KOMY CMEILIEHUIO MIEPErOPOJKU HOCA, MOTpeOoBaBILIEH
OJIHOMOMEHTHOIO BBITIOJIHEHUSI CENTOIIACTUKM (MALMEHT W3HAYaJIbHO HAMpPABJICH C

MO/IO3PEHUEM HAa MEHUHTOLIETIE IEPEIHEr0 OCHOBAaHUS yepena) (pUcyHok 21).

Pucynok 19 — Ilpumep tunnunoit KT-kaptunel acummerpuunoro nopaxxenus OHII
Ha (pone MB: BeipaxkeHHas meauanuzanus crenku BUII (popmupoBanue ncesno-
MYKOITHOIIEJIE) C JABJICHUEM Ha MEPErOpoJIKy HOCa CIpaBa y MAlMEHTKH 5 JieT (TeHOTUI
1677delTA/CFTRdele 2,3, coueTanue nByX «TSHKEIBIX» MyTalluii). (a) KopoHapHas
npoekius; (0) akcuaabHasi IPOCKIIUS
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Pucynok 20 — Innamuka KT-xkaptuasl OHII y nanmenta ¢ MB (renotun
F508del/CFTRdele 2,3, coueTanne ABYX «TsDKEIBIX» MyTanuid): (a) Bo3pact 6 set, OHII
IPEICTABIIAIOTCS NPAKTUYECKA NHTAKTHBIMU C HA4YaJIOM IOPAKEHUS! KJIETOK
perieTyaToro J1abMpUHTa, IEPETOpoIKa HOoCa MO cpenHen muHuu; (0) Bo3pact 7 Jer,
chopMupoBaHo oHOCTOpOHHEE TiceBnomyKonuoiiesne BUII cripaBa, cMmenieHue
MIEPErOPOIKM HOCA B IPOTHUBOIIOJIOKHYIO CTOPOHY 3a CUET NATOJIOTUYECKOTO MpoLecca;
(B) Bo3pact 9 neT, uepes 2 roja mocie sHaockonudeckoi oneparuu Ha OHII cripasa:
KJIETKHM pELIeTYaToro JaOUpHUHTAa ClpaBa Ha ypoBHE cpe3a uHtakTHel, BUII cipaBa
yMEHBIIIEHa B pa3Mepe, 3aroIHeHa MATKOTKaHHBIM cyOcTparoM; kaptuaa MB-acco-
uuupoBaHHoro XPC cieBa ¢ coxpaHeHreM c(pOpMUPOBAHHOTO paHEE UCKPUBIICHUS
NEPErOpoOIKM HOCA BIEBO (KOPOHAPHBIE TPOEKIUN)

Pucynok 21 — IIpumep BoIpaskeHHOM JehopMaIiii MEPEroOpoIKK HOCa BITPaBoO Ha OHE
(bopMUPOBaHUS THTAHTCKOTO TICEBIOMYKOTHOIIEE OYy/IIIe3HO M3MEHEHHOH CpeTHen
HOCOBOM pakoBUHBI y nanuenTa ¢ MB 16 net (rerotun F508del/ 2184insA, coueranue
IByX «Tsikenbix» myTanuit). (a) KT OHII koponapnast npoekiiusi; (0) nHTpa-
oTepalMOHHas YHAOCKONIUYECKas KapTUHA MOJIOCTH HOca (3rdockon () 9) (*nieperopoaka
HOCa, **1ceBnoMyKomnuolesne OyaIe3HO U3MEHEHHOM cpeTHell HOCOBOM PaKOBHHBI,
*FFHUKHSS HOCOBAsl PAaKOBUHA)
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OOBICHEHMI TaKoTro pojia MOOUEPETHOrO BOBICUEHHUS B MMaTOJOTUYECKUI Mpo1ece
OHII ¢ n1Byx cTOpOH HalIeHO HE OBLIO.

KoctHast pectpykiusi, MOMHMO OOJacCTH OCTHOMEATAJbHOTO KOMIUIEKCA U
MenuanbHou crenky BUII, ware Bcero 3arparvpaia MeIHaIbHYHO CTEHKY OpOUTHI (Kak B
INPOEKIMU NEPETHUX, TaK U 3aJHUX KIETOK PELIeTYaTOro JIAOUPUHTA), 3a/IHIOI0 CTEHKY
BUIl, crenku kauHOBHIHOM masyxu. B memom 3ToT mpusHak ObL1 oTMeueH y 48,5%
MAalMEHTOB, BKIIOYEHHBIX B aHAJIN3. Y YUTHIBAJIUCHh KaK OUYECBUAHAS ECTPYKLUS, TaK U
JICKaJbLIMHALNS U y3ypalns KOCTHBIX CTEHOK.

CoOcTBeHHbIE KIMHUYECKHE HAOMIOACHMS HapylIeHUs (PYHKIHMOHUPOBAHUS CIE3HBIX
nytelt y neteit ¢ MB 3actraBuiu oOpamath 0co60e BHUMaHUE Ha COCTOSIHUE KOCTHOTO
JI0a CJIE3HOTO MEIKa M KOCTHBIX CTEHOK CJIC3HBIX MyTeil. OOBIYHO U B KIMHUYECKOU
NpakTUKe, U B HAy4HbIX paboTax 3Ta 30HA OCTAETCA BHE CIEKTPa OMHCHIBAEMBIX
n3MeHeHni. KocTHast necTpyKuus /Wil KOMIIPECCHUs CIE3HBIX MyTel ObLTa BBISIBICHA Y
10,5% nmererni. HeobOxomgmMO OTMETHUTH, 4YTO JAJIEKO HE BCerma I10J0OHEBIE
PEHTTEHOJIOTUYECKUE HAXOAKU COMPOBOXKAAIUCH COOTBETCTBYIOUIMMH KIMHUYECKHUMU
nposiBieHussMU. CoyeTaHHe KOCTHO-AECTPYKTUBHBIX MU3MEHEHUW MEIUATbHOW CTEHKH
OpOUTHI, CTEHOK KJIMHOBHUJIHBIX Ma3yX, JIOKa CJIE3HOTO MEIIKa MPOIeMOHCTPUPOBAHBI Ha

pUCYHKe 22.
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Pucynox 22 — KT-kapTriHa MHOXECTBEHHBIX YYaCTKOB JIECTPYKITUN/ IEKATbIIMHAIIH
KOCTHBIX CTEHOK y nanuentra ¢ MB 5 neT (reHoTuIl: coueTanue JIByX MyTaluid
I knmacca («Tsikensix»)): (a-B) — akcHaibHas MPOEKIUS, (T-€) — KOpOHapHas
MpoeKIUs (ToyOble CTPENKU — JEeCTPYKIUS/ IEKAIbIIMHALINS CTEHOK KJIMHOBUIAHBIX
1a3yX; JKEJIThIe CTPEJIKU — MEIUATIbHON CTEHKU OPOUTHI; KPACHBIE CTPEJIKU —
JIO’KE CJIE3HOTO MEIITKA)

HpI/I O9TOM HAJIWYHUC OCTCOACCTPYKIHH, B T.4. C BOBJICUCHHCM CJIC3HBIX HyTCﬁ,
KOTOPBIC KMCIOT daHATOMUYCCKH IIJIOTHBIC KOCTHBIC CTCHKH, B OOJBIIIEN CTEIIEHN MOKHO
CUUTAaTb KPUTCPHUCM TAKCCTH IIPOHCCCa, 4 HC Cro AJINTCIbHOCTH, T.K. HAJIWYHUC O3THX

MIPU3HAKOB HE 3aBUCEJIO OT Bo3pacTa jeTel (Tadnuia 32).

Tabnuua 32 — Hannune KT-npusHakoB kocTHO# nectpykiuu creHok OHIT
U IECTPYKIIMHI/KOMIIPECCUH CIE3HBIX MyTel B 3aBUCUMOCTH OT BO3pacTa JAeTen
¢ MB

IIpusnax Hannumue Bospacr, Jer JocroBepHocTh

NMpU3HAKa 10 6 c 61012 c12 1018 pasan4muit, p
Koctnast nectpykuus, Ja 30 (52,6%) | 35(45,5%) | 22 (42,3%) p=0,533
a6c¢. (%) Her 27 (47,4%) | 42 (54,5%) | 30(57,7%)
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Kommpeccus/aectpykuus Ja 5 (8,5%) 11 (14,1%) 4 (7,7%) p=0,415
CJIe3HBIX myTeit, abe. (%) Her 54 (91,5%) | 67 (85,9%) | 48(92,3%)
Ipumeyanue: Craructudeckas 00paboTKa Ui aHAIH3a KOJTMYECTBEHHBIX JTaHHBIX ITPOBOIUIIACH
C UCIIOJIb30BaHUEM KpuTepusa MaHHa- YUTHH.

B nopasisitonieM 00JIbIIMHCTBE 3apyOeKHBIX UCCIIEI0BAHUN B KQUECTBE OJIHUX U3
OCHOBHBIX M TOCTOSHHBIX JyueBbIX mpu3HakoB m3meHenuii B OHII na ¢one MB
OMKCBIBAIOTCS a- WM TUIOIUIA3Us JIOOHBIX M KIMHOBUAHBIX Na3zyX. Tak, MO JTaHHBIM
Orlandi et al. (2009), anna3us moOHBIX Mazyx Bcrpedaercs y 43-65,9% OonbHbix MB
[117; 118; 259]. I'mmotuta3ust KIMHOBUIHBIX Ma3yx pacieHeHa Eggesbo et al. (2003) kak
eauHCcTBEeHHBIM KT-kpuTepuil ¢ BBICOKOM MPOTHOCTUYHOCTHIO B OTHOILICHUW HAJIUYMS
MB [93]. OTmedeHo, 4TO JaHHBIE W3MEHEHUs C HAaOOJBIIEH YaCTOTOM BCTPEUYAIOTCS
cpenu romo3urot o F508del [92].

Ha nam B3misia, B AETCKOM BBIOOpKE MAIMEHTOB KOHCTATAlMsl THIOILIA3HH
KIIMHOBUJHBIX M JIOOHBIX Ma3yX SIBISETCS HEOJHO3HAUYHOW 3aJadeil u3-3a acreKTOB
Bo3pactHoi anaromuu OHII, mHeBMaTH3a1ys KOTOPBIX OTPAXKAET UX POCT U pa3BUTHE. B
paMKax Haiie paGoThl MBI TOBOPWJIM O THIOIUIA3WU TAa3yX, €CIM X aHATOMUYECKHUE
XapakTePUCTUKU Yy JETEH MIIAJIIIMX BO3PACTHBIX TPYII OTCTaBajyd OT OMHUCAHHBIX B
HaunOosee dbyHIaMEHTaTbHBIX pabotax u PYKOBOJICTBax JTOJKHBIX
PEHTI€HaHATOMHYECKUX HOPM [260; 261; 262; 263].

Xapakrepnas KT-kaptuna a-/rumomnnazuud JOOHBIX W KIWHOBUIHBIX Ta3yX
MpEJCTAaBIEHA HA pUCYHKaAX 23, 24.

Takum 00pa3oM, HEIOCTATOYHOE pPA3BUTHE JIOOHOW W KIMHOBUIHOW TMa3zyX y
HaOmonaemMol B ucciieqoBanuu rpynmsl geteid ¢ MB (n=190) ormMeueHo ¢ 4acToTOM
20,5% u 36,3% COOTBETCTBEHHO, UTO 3HAYMTEILHO MEHBIIIC, YEM B IIPUBEICHHBIX BHIIIEC
3apyOexHbIX paboTtax. CodeTaHue a- WM TUMOIIJIA3UH U JIOOHBIX, U KITMHOBUIHBIX Ta3yX
ormeueHo y 24 (12,6%) mnamuentoB. IlogoOHBIE TOKa3aTeNnu, MO-BUIUMOMY,
HE MO3BOJIAIOT CYJIUTh O JAHHOM MPH3HAKE KaK MAaTOTHOMOHUYHOM MJISI POCCHUMCKOM

KOTOPTHI 00JIbHBIX MB.
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Pucynok 23 — KT-kapTuHa ania3uy KJIMHOBHIHBIX MMa3yX y nauueHTku ¢ MB 16 net

(renotunn W1282X/N1303K, coueTanue AByX «TSKEIBIX» MyTaIui): (a) akcuaibHas

MIPOEKITHSI, OTCYTCTBHE ITHEBMATHU3AINH TeJla KIIMHOBUHOM KOCTH; (0) caruTraabHas
MIPOEKIIMS, TO YK€ U HaJMYHe Pa3BUTOM JIOOHOM Mazyxu (TOyObIMU 3BE3/I0UKAMU
OTMEYEHBI JIOJKHBIE MPOEKIMK KIMHOBUIHBIX Ma3yX, KpaCHOM — JJoOHas mazyxa)

Pucynok 24 — KT-kaptuna anna3un 100HBIX Ma3yx y nanuenta ¢ MB 15 et (renotun
F508del/c.1219delG, couetanue ABYX «TsDKEIBIX» MyTalMii): (a) akcHaabHAas MPOEKIHS,
OTCYTCTBHE Pa3BUTH JIOOHBIX Ta3yX; (0) caruTraibHas MPOEKIIUs, TO Ke,
BU3YaJIM3UpYyeTCs TOOHBIN KapMaH 0e3 JabHeHIel MHeBMaTu3alnn (KpacHas
CTpeJIKa), TUTOIIA3HsI KIIMHOBHUIHOW Ma3yXH (KOHXAJIBHBIN THIT ITHEBMATH3AIUH (THI
A) o Guldner) (kpacHBIMH 3BE37I0YKAMH OTMEUCHBI JIOJDKHBIC MTPOSKITUU JTOOHBIX
nasyx, ro’ay0oil — KITIMHOBUHAS T1a3yXa)
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6.2. TsizkecTh MOpaKeHNsi 0KOJIOHOCOBBIX MAa3yX y JAeTeil ¢ MyKOBHCIHI030M
HA OCHOBAHUM AHAJHM32a KOMIBIOTEPHBIX TOMOIPaMM

[Tpu ontenke mo cucrteme Zinreich meanana uncna 6amioB coctaBmia 35,0 [26,0;
44,0] (Bo3moxkHbIe Kosiebanust ot 0 1o 54 6amoB). [Ipu 3TOM HEOOXOAMMO YUUTHIBATH,
YTO CpEeNHHWE 3HaueHWs ObUIM 3aHMKEHBI, KaK MHHHMYM, 3a CYET MalieHTOB C
ACUMMETPUYHBIM (3a4acCTyr0, OJHOCTOPOHHMM) mnopaxeHueM B 10% ciydaeB u
NAIMeHTOB MJIQJIICH BO3PAaCTHOW TpyNNbl C HadaJdbHBIMU TpOsBICHUIMH MB-
accouuupoBanHoro XPC. Kpome toro, mamuentsl ¢ MB ¢ amnasueil J100HBIX H
KJIMHOBHIHBIX Ta3yX IOTCHIIMAIbHO MOTYT WMETh MEHBIIEE MaKCHUMaJbHOE YHCIIO
OayoB. B cBsi3M ¢ 3THM MPOM3BOAMIOCH CPaBHEHNE KaK M3HAYATILHOTO Yrcia 0aljioB 1Mo
cucteMe Zinreich, Tak m HOpmanu3oBaHHOTO TMOKazarens (aHamormano mLMS), Te.
quciio 0aJuIoB, pa3aeIieHHOE Ha YUCIIO PAa3BUTHIX aHATOMUYECKUX IIEMEHTOB.

[Ipu aHamm3e B BO3PACTHOM AacMEKTe JOCTOBEPHO HAWMOOMBINAS TIKECTh

nopakeHus1 OblJIa OTMEYeHa B Bo3pacTe ¢ 6 10 12 aet (tabmuua 33).

Tabnuua 33 — Tsokects nopaxkenust OHIT y geteit ¢ MB no nannsim KT B 3aBUCUMOCTH
OT BO3pacra

Bospacrubie Bri0opka (n), | Unceso 6a10B no Zinreich, JocToBepHOCTH
Tpynnbl a0c Me [Q1:;Q3] pa3anyni, p
10 6 et 60 30,5 [22,5;37,5] p1-p2=0,04
6-12 ner 78 38,0 [29,0;45,0] pi1-p3=0,08
crapme 12 ner 52 37,5[29,5;44,0] p2-p3=0,999
UTOTI'O 190 35,0 [26,0;44,0] p=0,002

Ipumeuanue: XupueiM mpudTOM BbIAETICHBI ToKa3arenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJINn3a KOJIMYCCTBCHHBIX JaHHBIX ITPOBOAMNIACH C UCITOJIB30BAHUCM
Kputepusi ManHa- YUTHH.

N3 tabmuiel BuaHO, 4TO mporpeccust MB-accoruupoBannoro XPC Habmonaercs
C BO3pacTOM. 3aperucTpupoBaHa HanbOOIee CTATUCTUYECCKU 3HAUUMAsl Pa3HUIIA MEXKITY
MIaauIend u cpeaHeit Bo3pactHeiMu rpynnamu (¢ 30,5 [22,5;37,5] no 38,0 [29,0;45,0]
0aJIoB COOTBETCTBEHHO). B nmanpHelieM AuHAMHKA HE OTMedeHo. Bo3MokHO, 3TO
SIBJICHHE MOKHO OOBSCHUTH HA4aJIOM ITPOBE/ICHUS aJICKBaTHOW KOHCEPBATUBHOW TepaITun
(mpoMbIBaHHME TIOJIOCTH HOCA, J00aBJIEHHEM JOMOJHUTEILHOW JOpHa3bl aibda,

MIOJABAEMOM YE€PE3 UHTAISATOP C MYJIbCUPYIOLIEH MOIaYeN JIEKAPCTBEHHOTO BEILIECTBA U
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pod.), KOTopasi ObljIa B MOJHON Mepe HEBBIMOJIHMMA B OoJjiee MJajllIeM BO3pacTe, T.€.
MOBBIIIEHUEM KOMIUTAEHTHOCTH MAIIMEHTOB.

[ToMmumMO BO3MOXKHOTO BJIMSHUS IIaTOT€HHBIX BapuaHToB TeHOoB CFTR wu
OakTepuanbHOl ¢uiopsl Ha TsbkecTh nopaxkenuss OHII na done MB, xoropoe Oyuer
IpOaHAIM3UPOBAHO HIDKE, HaMH ObUla IMPOBEpEHA TUIOTe3a O HEMOCPEICTBEHHOM
B3auMOCBS3U TsokecTH MB-acconuupoBanHoro XPC co creneHblo HapyleHus: paboThl
xjgopHoro CFTR kaHama KJIETOK pEeCHUpPaTOPHOrO SIUTEIWS KaK I[EPBUYHOTO
naroreHetTudeckoro ¢akropa. C 3Toil 11ebI0 MPOBEICH KOPPESLUOHHBIN aHAIN3 YHCTIa
b6amioB mo cucteme Zinreich, xapakrepusytomiero cteneHb mnopaxenus OHIIL, u
noKa3aresisi ypoBHS XJIOPHUA0B MOTOBOW KHUIKOCTH/IPOBOJUMOCTH I0TA.

[Ipu onenke B oOmieit BeIOOpKe (n=190) momydyeHa 10CTOBEpHAS MOJIOKHUTEIIbHAS
xoppemsiius  (r=0,158; p=0,037) mexnay Ttsxectbio mnopaxkenuss OHII u crenenbro
HapyIieHus: (QYHKIIMOHUPOBAHUS XJIOPHOTO KaHaia (PUCYHOK 25). AHAJIOTHYHBIN
pe3ynbTar MOJAyYeH W MPH HMCIOJIb30BAaHUM HOpMaJM30BaHHOTO Tokazatens (modified

Zinreich score) (r=0,151; p=0,047) (pucyHox 26).

MpocTan gnarpamMma pacceaHua C IMHWel NOArOHKKU U3 NPOBOAMMOCTH
noTa C Warom oueHKu no Zinreich
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Pucynox 25 — Koppensuust mexny oneakoit KT OHII mo mkane Zinreich u
MPOBOIMMOCTBIO TTOTA (KOPPEISAIIMOHHAs CBSA3b, OLICHEHHAs ¢ IOMOIIBIO KA duIiueHTa
xoppesiiu [Tupcona, ctatuctuaecku 3Haduma (p=0,037))
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MpocTan AuarpaMma paccesHWs C IMHUER NOATOHKW U3 NPOBOAUMOCTH
nota ¢ warom oueHku no modified Zinreich
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Pucynoxk 26 — Koppensuus mexay ouenkoit KT OHII mo moguduumrpoBanHoi mkane
Zinreich ¥ MpoBOAMMOCTEIO MOTA (KOPPEISALMOHHAS CBA3b, OLICHEHHAS! C TIOMOIIIbIO
ko3¢ durmenta koppensanuu [upcona, cratuctuuecku 3Hauuma (p=0,047))

AHanu3 B BO3pACTHBIX Tpynmnax MOKa3aJl HaJIM4he HapacTaHUs KOPPEJSLHHU C
BO3pAcTOM: B TpYIIIe AeTel 10 6 JeT nmogpooHas koppemsius orcyrcTByeT (1= -0,079), B
rpymnme 6-12 jet nosBisieTcsi KOppesIoHHas CBsI3b ciaboit cuibl (1=0,278; p=0,019), a
y aeteit ctapmie 12 net — cpenueit cuibl (1=0,310; p=0,034).

Takum 00pa3zoM, MOKHO TOBOPUTH O TOM, UTO JIEKAIMil B OCHOBE NMAaTOJIOTHUYECKUX
n3Mmenenuit B OHII nedext paboThl XJIOPHOTO KaHalla B HEKOTOPOM CTETICHU OTPEIeIIseT

TsoxecTs MB-XPC y nereii crapuie 6 jer.

6.3. ITouck reHOTUN-PEHOTUNIHYECKHUX CBSA3CH B MOPAKEHUH OKOJOHOCOBBIX MA3yX
y Aereil ¢ MyKOBHCIHMI030M HA OCHOBAHMH AHAIM3a KOMIBIOTEPHBIX TOMOIPaMM

Pacrnionarast njaHHBIMM O TEHETUYECKHUX JUATHO3aX BCex AeTer ¢ MB, BKIIFOUeHHBIX

B rpynny oueaku KT OHII, moxHO mnpocieauTs TeHOTUN-(PEHOTUITHYECKUE

3aKkOHOMepHOCTH B TeueHuu MB-accouunpoBanHoro XPC. C mpakThyeckod TOYKH

3pEHUSI TUIMOTETUYECKH HSTO MOXKET ObITh HCMOIB30BAHO JJI MPOTHO3MPOBAHUS

0K JacMbIX W3MEHEHUM U UX BBIPAKCHHOCTHU B 3aBUCUMOCTH OT I'CHOTHIIA.
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OCHOBHBIC OLCHMNBACMBIC XapaKTCPUCTHKU B 3aBUCUMOCTH OT 3 Ipynil reHOTUIIOB
MMpcacTaBJICHbI B Ta6J'II/II_Ie 34, BLI60pKa A KaXKJO0r'o OIIMChIBACMOIO SABJIICHUA MOXKCT

OTJIMYATBCSI B CBA3M C OCOOEHHOCTAMHU BbImonaHeHHs KT (HaJ'II/I‘-II/IC MATKOTKaHHOI'O

pexuma, KJIKT, BapraGeabHOCTH 30HbI CKAHUPOBAHUS ).

Tabnuua 34 — Xapakrepuctuku aHanusupyembix KT-npusnakos y nereit c MB
B 3aBUCMMOCTH OT reHoTuIa (3 rpymnibl)

IHoka3areib Br160op- Hoarpynna HocroBep-
Ka (n, «TsKeaas»/ HAJIM4YHUe TOMO3HUTOThI HOCTb
a0c.) «TSKEIAs «MSATKOI» no F508del pazauyuii, p
MyTanus MYyTalUHUHU (moarpyn-
(32 nckIiII0- (moarpyn- na I1I)
YeHHeM na II)
TOMO3HTOT IO
F508del)
(moarpymn-
na )

Bo3spacT Ha MOMeEHT 180 7,0[4,0;1,0] | 7,5[5,5;12,0] | 7,0[5,0;12,0] p=0,291
BeIosHeHu KT,
roasl (Me [Q1;Q3])
ITon 180 47 (54%)/40 |19 (52,8%)/17 | 28 (49,1%)/29 p=0,845
(MaJIBYMKHU/IEBOYKH ), (46%) (47,2%) (50,9%)
a6c¢. (%)
O11eHKa 110 IIKaJie 180 36,0 31,0 35,0 [25,0;45,0] p=0,097
Zinreich, 6amasl [27,0;44,0] [21,5;39,0]
(Me [Q1;Q3])
OrneHka 1o 180 3,5[2,7;4,0] | 3,0[2,0;3,6] 3,4[2,4;3,8] p=0,036
MoAU(pHUIIMPOBAHHOMN (p1-p2=0,032;
mkane Zinreich, p1-p3=0,753;
OasuIsI p2-p3=0,428)
(Me [Q1; Q3])
Hammane 137 65 (100%) 24 (92,3%) 45 (97,8%) p=0,077
«ECTECTBEHHOTO
KOHTPACTUPOBAHUS,
aoc. (%)
Penrtrenonornaeckas 133 77,5 75,0 80,0 [70,0;89,5] p=0,393
INIOTHOCTBH OYaroB [70,0;82,3] [65,8;84,3]
«ECTECTBEHHOTO
KOHTPACTHPOBAHHSI»
CpemHsis,
HU (Me [Q1;Q3])
Penrtrenonornaeckas 133 55,0 48,0 60,0 [50,0;60,0] p=0,060
INIOTHOCTBH OYaroB [45,0;60,0] [43,0;58,0]
«ECTECTBEHHOTO
KOHTPACTHPOBAHHSI»
MHHHUMAaJIbHAS,
HU (Me [Q1;Q3])
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Penrtrenonornaeckas 133 95,0 103,5 105,0 p=0,581
IUIOTHOCTH 0YaroB [90,0;107,5] | [85,0;113,5] [82,0;114,0]
«ECTECTBEHHOTO
KOHTPACTHPOBAHHSI
MaKCUMaJIbHas,

HU (Me [Q1; Q3])
Hanuuue runomnnazuu 180 15 (17,2%) 7 (19,4%) 13 (22,8%) p=0,711
JOOHBIX Ma3yX,
a6c¢. (%)
Hannuaue rumornasuun 180 29 (33,2%) 13 (36,1%) 21 (36,8%) »=0,900
KJIMHOBH/IHBIX Ma3yX,
aoc. (%)

Kocthas nectpykuus, 176 43 (50,6%) 15 (41,7%) 23 (41,8%) p=0,502
aoc. (%)
Kommpeccus/ 179 12 (14%) 2 (5,6%) 5 (8,8%) p=0,335
JIECTPYKIHUS CIE3HBIX
nytei, abe. (%)

[ceBmomykomnuorerne, 180 46 (52,9%) 12 (33,3%) 26 (45,6%) p=0,139
a6c¢. (%)

HazanpHbli moaumnos, 180 50 (57,5%) 20 (55,6%) 33 (57,9%) p=0,974
a6c¢. (%)

Hckpusienue 180 24 (27,6%) 13 (36,1%) 17 (29,8%) p=0,643
MIEPErOPOIKY HOCA,

aoc. (%)

AcummeTpust 180 7 (8,0%) 3 (8,3%) 9 (15,8%) p=0,298

nopaxenus, ade. (%)

Ipumeuanue: YXXupapiM mpudToM BeIACICHBI TTOKazaTenu p<0,05

Craructuyeckas 00paboTKa U1l aHAJIN3a KOJTMYECTBEHHBIX IaHHBIX ITPOBOJMIIACH C UCIIOJIB30BaHUEM
Kputepuss MaHHa- YUTHU.

Kak BuaHO M3 TAOMUIIEI, TPYNIBI OBUTA COMOCTABUMBI IO BO3pacTy W moiy. M3
BCEro CIIEKTpa CPaBHUBACMBIX XAPAKTEPUCTUK CTATHCTUYECKAs 3HAYUMOCTh Pa3IAIUi
NOJTy4YeHa JIMIIb ISl TIOKa3aTessl «paclpoCTPaHEHHOCTh MAaTOJIOTHYECKOTO MpOoIeccay,
OIlcHEHHasi B Oajuiax 1Mo MOoAu(UIMPOBaHHOW cucTeme Zinreich, xkoTopas oka3aiach
JIOCTOBEPHO OOJIBIIIE B TPYIIE «TSHKEIBIX)» TEHOTHIOB (32 UCKIIOYCHHEM TOMO3HTOT 110
F508del) (3,5 [2,7;4,0] 6amioB) mo cpaBHeHur0 ¢ «msarkumm» (3,0 [2,0;3,6] Gamra)
(»=0,032). IIpu sTom knaccuueckas ajisi MB «koHTposibHas» rpymnmna (TOMO3UTOTHI 110
F508del) mo nanHOMY IOKa3aTeIo oKazaiach OJIM3Ka K TPYIIIE «TSKEJIbIX» TeHOTUIIOB,
K KOTOpOil OHa TOXe OTHOCHUTCS. OIHAKO HE IMOIYYEHO AOCTOBEPHBIX pa3IMUUil C
TPYNIONH C «MSITKHUME» TeHOTHHamu. [[oOMHMO STOro, y MalMEHTOB C «TSKEITBIMID)
TCHOTHUIIAMHU Yallle OTMEUaIUCh KOCTHAS NECTPYKIIUS, JECTPYKITUS/KOMIIPECCHS CIIE3HBIX

nyTeu, GopMHUpOBaHUE MICEBIOMYKOIUOIENE, HO Pa3INuus B TJAHHON BHIOOPKE OKa3aIUCh
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HEZOCTOBEPHBI. Y MAIIMEHTOB C «TSHKENBIMUY (3a UcKiItoueHreM romo3urot no F508del)
TeHOTUIIAMU PEXE BCTPEYAIMCh TUIOIUIA3Usl JOOHBIX M KIMHOBUIHBIX nazyx (17,2 u
33,2%) mno cpaBHEHMIO Kak ¢ «Msrkumu» reHotunamu (194 u 36,1%), tak u
romo3urotamu no F508del (22,8 u 36,8% cooTBeTcTBEHHO). XOTS pa3iavuus U HE
JOCTUTJI CTAaTUCTUYECKOM 3HAYMMOW PA3HUIBI, OTYACTH OHU MOTYT OOBSICHSTH
OTHOCHUTEINIbHO OoJiee peIKyI0 THMIIOIUIa3HI0 Ma3yX B POCCHICKON KOropte OONbHBIX, MO
CpPaBHEHHIO C TPUBOJAMMBIMU B €BpPOINEUCKUX M aMEpPUKAHCKUX padoTax, T.K.
redetnaeckuid Bapuant F508del B CIIIA cocrasnser 85,8%, B EBporie — okono 70% (u
100% na ®apepckux octpoBax) [1; 2], a B Poccun — tonbko 52,6% [8].

[Ipy TpPOTHBOMOCTABICHUH BCEX «TSKENbIX» TeHOTHNnoB (Bkmoyas F508del/

F508del) BeIsiBIIeHO GOBITIEE YHCIIO TOCTOBEPHBIX pa3nuuuii (Tabnuia 35).

Tabnuua 35 — Xapakrepuctuku ananuzupyembix KT-npusHakoB y nereit ¢ MB
B 3aBUCUMOCTH OT Tuna reHorumna no reny CFTR (2 rpy1bl)

IHoka3areib Bri0opka I'pynnsi JocToBepHOCTH
(n, adc¢.) pa3an4ni, p
«TsKeNas»/ HaJIN4ne
«TSIKeJIash» «MSITKO¥»
MYTalHsA MYTalUU

(BKJIIOYAs

TOMO3HUIOT

no F508del)
Bo3spact Ha MOMEHT 180 7,0 [5,0;11,5] 7,5 [5,5;12,0] p=0,383
BbinmosiHeHust KT, rojsr
(Me [Q1;Q3])
[Ton (MampYUKK/ACBOYKH ), 180 75 (52,1%)/69 19 (52,8%)/17 p=0,941
aoc. (%) (47,9%) (47,2%)
Orenka 1o mkaje Zinreich, 180 36,0 [26,0;44,0] [31,0[21,5;39,0] p=0,042
6amel (Me [Q1;Q3])
OreHka 1o 180 3,4[2,6;3,9] 3,0 [2,0;3,6] p=0,021
MOIU(PUITTPOBAHHON
mkaie Zinreich, 6amis
(Me [Q1;Q3])
Hanuuune «ecTeCTBEHHOTO 137 110 (99,1%) 24 (92,3%) p=0,033
KOHTPACTUPOBAHUS,
abc¢. (%)
Pentrenonmornueckas 133 77,5 [70,0;85,0] |75,0[65,8;84,3] p=0,503
IJIOTHOCTH OYaroB
«ECTECTBEHHOTO
KOHTPACTHPOBAHHSI»
CpemHsis,
HU (Me [Q1;Q3])
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PenTrenomornueckas 133 55,0 [45,0;,60,0] |48,0[43,0;58,0] p=0,050%*
IUIOTHOCTH 0YaroB
«ECTECTBCHHOTO
KOHTPACTHPOBAHHSI
MUHUMAJIbHAS,

HU (Me [Q1;Q3])
Penrtrenonorndeckas 133 100,0 [90,0;112,0] 103,5 p=0,658
IUIOTHOCTBH OYaroB [85,0;113,5]
«ECTECTBCHHOTO
KOHTPACTHPOBAHHSI
MaKCUMaJIbHas,

HU (Me [Q1;Q3])
Hanuuue runomnnazuu 180 28 (19,4%) 7 (19,4%) p>0,999
JTOOHBIX Ma3yx, aoc. (%)
Hanuuue runomnnazuu 180 50 (34,7%) 13 (36,1%) p=0,876
KIIMHOBHIHBIX TA3YX,
a6c¢. (%)

Kocthas necrpykuus, 176 66 (47,1%) 15 (41,7%) p=0,557
a6c¢. (%)
Kommpeccus/nectpykuus 179 17 (11,9%) 2 (5,6%) p=0,270
CIe3HBIX myTeil, abc. (%)
[IceBnomyxomnuornesne, 180 72 (50,0%) 12 (33,3%) p=0,073
a6c¢. (%)
HazanpHs1il monumos, 180 83 (57,6%) 20 (55,6%) p=0,821
a6c¢. (%)
HckpuBiieHHnEe Ieperopoaku 180 41 (28,5%) 13 (36,1%) p=0,371
Hoca, abc. (%)
AcruMMeTpHs MOpaXkKeHUs, 180 16 (11,1%) 3 (8,3%) p=0,628
aoc. (%)

Ipumeyanue: XKupabim mpudTom BeiAeneHsl mokasarenu p<0,05 (*Ha rpaHu 3HAYUMOCTH)

CratucTuueckas O6p&60TKa AJId aHaJINn3a KOJIMYCCTBCHHBIX JaHHBIX IMTPOBOAMNIACH C UCITOJIB30BAHUCM
Kputepusi ManHa- YUTHH.

I'pynmbl aHamOTUYHO OBLIIM COMOCTaBUMBI IO Bo3pacTy U nony (p=0,383 u p=0,941
cooTBeTcTBeHHO). [Ipu «Tsixenom» renorune KT-kapTuHa okazanack 10CTOBEPHO XyKe
o CJEIyIOIIMM [apaMeTpaM: 4YHuciIo OalyloB Kak Mmo 0a30BOM, Tak M IO
MoaudumupoBanHoi cucrteme Zinreich (p=0,042 u p=0,021 cooTBeTCTBEHHO), OoJice
4acTO BCTPEYAEMOE «ECTECTBEHHOE KOoHTpactupoBanue» (99,1% mnpotus 92,3%,
p=0,033). Taxke HIWKHHE TpaHUIBl PEHTICHOJOTMYECKONW TUIOTHOCTH O4YaroB
«ECTECTBEHHOTO KOHTPACTUPOBAHUSD) MPH (TSHKENBIX» TEHOTUIAX 0Ka3aJuch BhIle: 55,0
(45,0;60,0) HU npotus 48,0 (43,0;58,0) HU (p=0,050). B rpynie neteil ¢ «TSKEIbIMI)
TeHOTUIIaMU Yallle PEerucTPUPOBAIUCH KOCTHAs JAECTPYKILHMS, NECTPYKIHUS/KOMIIPECCUs

Cle3HbIX myTeH, dopmupoBanue mncepaomykonuornene BUIl, Ho pasznuuus He ObLIM
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nocToBepHbl. HazanbHbI MONWIO3 BCTpeyasjcs B PaBHOM [0Jie ClydyaeB B 00eux
reHeTudeckux rpymmax (57,6 u 55,6% ciydaes).

Pa3znooOpa3ue 1 MHOXXECTBO MayKOPHBIX «3HJIEMUYHBIX) ISl POCCUNCKON KOTOPTHI
nere ¢ MB myranuil, OTHOCAIIMXCA K pa3HbBIM KilaccaM, ITO3BOJIMJIO [JaTh JIMIIb
onucareybHble xapakrepucTuku KT-usmenenusam B OHII, kotopsle mpencraBieHbl B
[Tpunoxenuu 2.

Kak BUAHO W3 XapaKTepUCTUK, MPUBEACHHBIX M 14 manueHToB ¢ 00euMu
(TSDKEIBIMIY DHIAESMUYHBIMA TEHETUYECKHUMH BapuaHTAMW WM XOTS OBl  OIHOM
SHAEMUYHONU «MSTKOW» MyTalMel, MOTeHIMaIbHO OOYyCIaBIMBAIOIIEH COXpaHEHUE
ocrarounoi ¢ynkiuu kaHaiga CFTR, mms Bcex (kpoMe OgHOTO, OMMCAHHOTO HIDKE)
MNAIMeHTOB 3TOW BHIOOPKH OBLJIO CBOWCTBEHHO HAJIMUYWE TMPU3HAKA «ECTECTBEHHOTO
KOHTPAaCTUPOBAHUA», a TAKXKE OTCYTCTBHE BOBJIEUYECHHMS B IATOJIOTMYECKUH IPOLECC
cie3HbIX myTeil. Heo0XoqumMo OTMETUTh, YTO JIUILIb MEHEE MTOJIOBUHBI NAIUEHTOB HMEIOT
KapTUHY THUIIOIUIa3MM JIOOHBIX M KJIMHOBHJHBIX Ma3yX, YTO €lIe pa3 MOJYEPKUBAET
MEHBIIYI0 3HAYUMOCTh 3TOTO MPHU3HAKA Y POCCUHCKUX MAIIMEHTOB (BEPOSITHO, 32 CUET
OTHOCUTEJIBHO  BBICOKOM  YacTOThl  SHJAEMUYHBIX  MyTallMii W  TE€HOTHUIIOB
«ueF508del/neF508del»). Y 10 u3 14 nanueHToB c(hOpMUPOBATIOCH TICEBIOMYKOITHOIIEIIC
BUYIIL, y 8 u3 14 — Ha3aJIbHBIN [TOIUIO3, HE3ABUCUMO OT «TsKeCTH» reHoruna. CambiMu
JacTIMU B BBIOOPKE «MATKHUMH» TEHOTHUIIAMH CTaidu TomMo3urotel 1o E92K
(«ayBamickas MyTarus).

Takum oOpa3om, poccuiickas koropra jaered ¢ MB umeer cBoum ocoOeHHOCTU
pentrenosniornyeckux u3MeHeHuid B OHII, 3akmouaromuecss B MEHbLIEH
pPacpoOCTPAaHEHHOCTH THUIOIJIA3UU JIOOHBIX W KJIMHOBUAHBIX Ma3yx (B Haubonee
KPYITHBIX 3apyOeKHbIX paboTax 0003Ha4alOTCA KaK OJMH M3 OCHOBHBIX MPHU3HAKOB B
aMEpPUKAHCKOM W €BpOMEHCKON Koroprax OOJIbHBIX), a TakKe B KpaliHe BBICOKOU
NPEICTABIIEHHOCTH TAaKOIO PEAKO YYUTHIBAEMOIO IIPU3HAKa, KaK «ECTECTBEHHOE
KOHTpacTUpOBaHUE» Marosiorudyeckoro cyocrpara B BUIl. Kpome Toro, ¢ «TsKeabIMu)
reHOTUIIaMU colpsbkeHa Oonbiuas creneHb nopaxenust OHII o cucreme Zinreich, uto
SBWJIOCHh BIIOJHE OXHUAAEMBbIM PE3YJAbTaTOM, KOTOPBIM PEAKO MCIOJIB3YETCS B

MIPOTHO3UPOBaHUMU TeueHuss MB-acconunpoBannoro XPC.
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HuTepecHo, 4yTo cper KoMIbloTepHbIX ToMorpamm 190 aeteit ¢ MB y ogHoro nanuenTa
(meBouka 17 neT ¢ «MATKUMY» T€HOTUIIOM, BKJIIOYAIOIIUM OJHY «TSKEIIYI0» MYTAalHIO
CFTRdele2,3 («cnaBsHCKas») u onHy «MTKyro» E92K («uyBarickasy)) 3adhukcupoBaHa
abcomotHo HOpManibHast KT-kaptuna OHII (0 6amnoB LMS/Zinreich) (pucynoxk 27). 910
CBUJIETEIBCTBYET O TOM, 4TO pacrnpocTpaHeHHOCTh XPC y noapoctkoB ¢ MB Ha sTane

nepexojia BO «B3POCIYIO CETh» KpaiiHe BbICOKa, HO He gocturaetr 100%.

Pucynok 27 — Hopmanbnast KT-kaptuna OHIT y nanuentku ¢ MB 17 net (reHoTHIT
CFTRdele2,3/E92K): (a-B) kopoHapHas mpoeKIus, (I-1) akcuajabHas MpoeKIwus, (e)
caruTTajibHas MPOEKUHs: HOpMallbHas MHeBMaru3anus Bcex rpynin OHII, npoxoaumer
coyctbs BUII u KIMHOBHUIHBIX Na3yX, OTCYTCTBUE TMITOIUIA3UH JIOOHBIX U
KJIMHOBUHBIX Ma3yX

6.4. Bansinne 0akTepraabHOM (MJIOPHI HA THAXKECTh M XaPAKTep NMOPaKeHUust
OKOJIOHOCOBBIX Ia3yX y AeTeil ¢ MyKOBHCLIHMA030M HA OCHOBAHMH aHAIHM3A
KOMIIBIOTEPHBIX TOMOIrPaMM

OTa 4YacTb HAy4yHOro TIOMCKa OblJIa CBs3aHAa KaK C TIONBITKOM BBISIBUTH
IPOTHOCTUYECKUE KPUTEPHUM BBIJICICHUS TOM WM MHOW OakTepHalbHON (Iopbl mpH
onpenenenHoil KT-kaprune OHII, yTo Moryio 6k cTaTh OCHOBAaHUEM JJIsI ONITUMM3ALIUU

nepUoIepallMOHHON aHTUOAKTepUaIbHOM Tepanuu, Tak 1 HA00OPOT — MPOTHO3UPOBAHUS
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pa3BuTHs Tex uin uHbIX u3meHenuit B OHII Ha ¢pone nHpuUIIMPOBaHUS ONPEAEICHHBIMU
MHUKpPOOpPraHU3MaMHU.

Y4YuThIBasi 3HAYUTEIBHYIO CTETICHb PACXOXKACHUS MUKPOOUOJIOTUYECKOTO CTaTyca
HWOKHUX JAbixarenbHbX myTed u  OHII, 4ro OymeT npoaeMOHCTPUPOBAHO B
COOTBETCTBYIOIIEH IJIaBe, JIJISl BBISABICHUS KOPPEIAIMOHHBIX CBS3€M OBLIM OTOOpPaHBI
TOJIbKO  MAI[MEHTHI, IMOJABEPTIIMECS BCKOpE TMOCJIE JIy4eBOIO  HCCIIECIOBAHMS
XUPYPrUYECKOMY JIEYEHUI0O M HMHTpAoINepalMOHHOMY 3a00opy Marepuana s
OaKTEpHOJIOTHIECKOTO UCClIeAoBanus HenocpeacTseHno u3 BUIT (n=57).

Jlanubie o BeiaesneHHoW u3 BUIl GakrepuanbHOl (iiope, CrpynmupoBaHHOM MO
BUJIaM, TI0 OKkpacke 1o ['pamy, a Taxke ¢ BoiaenenueM Staphylococcus aureus (MSSA) u
Pseudomonas  aeruginosa xak caMbIX YacThIX W  KIWHUYECKH 3HAUYMMBIX
MUKPOOPTaHU3MOB, comocTaBisuii ¢ Haimuuuem Ha KT sBIeHHS «eCTECTBEHHOTO
KOHTpAaCcTUPOBaHU», neTcpykiuu cteHok OHII, cymmoii 6ammoB o cucreme Zinreich.

K coxxaneHuto, MOMCK KaKUX-TMOO KOPPEJSLMA HE Jald 0KUJAEMbIX pPe3YyJIbTaTOB.
HcknroueHne CoOCTaBUIIO HAJIMYKUE JOCTOBEPHOM CBSI3U JECTPYKIIMU KOCTHBIX CTEHOK
CIE€3HBIX TYTEW, KOTOpas BBIABISJIACH JOCTOBEPHO dalle NpH WHOUIUPOBAHUHU
rpamotpuiiaresbHon iopoit (36,8%) mo cpaBHEeHHIO ¢ TpammnoiokuTeabHoN (13,5%)
(»=0,044) m cratuCcTUYECKH 3HAYMMO PEXKE BCTpeYajJach B CIydasX BbIIACICHUS
Staphylococcus aureus (MSSA) (7,1%) 1O cpaBHEHMIO CO BCEMH JPYTUMHU
O0akTepuanbHbIMU Bo30ynutensamu (34,5%) (p=0,011).

MoxHOo ObUIO OBl MPEANONIOKUTH, YTO TOAOOHAs  OCTEONECTPYKLIHS
acCOIMMPOBaHa HE HAIPSAMYIO ¢ OakTepHuaabHOM GIIOPOii, a CO «CTaxeM» 3a00JIeBaHUS U
OTpakaeT IIUTeNbHOCTh TeueHuss XPC, T.K. U3BECTHO, YTO MapaJIEIbHO C TEUYEHUEM
BPEMEHHU MPOUCXOUT CMEHA MUKPOOHBIX MATOTEHOB C METHIMJIIUH-9YBCTBUTEILHOTO
cTapUIOKOKKa B CTOPOHY 00Jiee arpeCCUBHBIX M, KaK MPaBUJIO, TPaM-OTPHUIIATEIbHBIX
Bo30Oynuteneit. OqHako panee B pasaene 6.1 (tabmuia 32) 6p110 TPOAEMOHCTPUPOBAHO,
4TO pacrnpocTpaHeHHOCTh KT-KapTHHBI NEeCTPYKIIMHA/KOMIIPECCUU CIIC3HBIX MyTEeH HE
3aBUCUT OT BO3pacta. Takum 00pa3oMm, CBsI3b ATOTO SBJICHUS C MUKPOOHMOJIOTUYECKUM
crarycoM OHII npeacrasnsiercst qokazanHoil. [Ipu 3ToM accounanus JeCTPyKIIMU UHBIX

otnenoB kocTHbIX cTeHOK OHII ¢ duiopoit BeisiBiieHa He OblLia.
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['mmore3a 0 KOppEMSAIUN «ECTECTBEHHOTO KOHTPACTHUPOBAHUS» MATKOTKAaHHOTO
cyoctpara B BUII (kak siBIeHUS, OTpakarolllero XapakTepUCTUKH CeKpeTa) ¢ (propoi He

IIOATBEPANIIACH.

3aki0oueHue

KommbioTrepHasi Tomorpadus OKOJIOHOCOBBIX Ma3zyx y jaetedt ¢ MB sBusercs
HanOoJee OObEKTUBHBIM M TOUHBIM MHCTPYMEHTOM OILICHKU COCTOSIHUS CHHOHA3AJIbHON
ob6nactu. I[lpoBenennpii HamMu aHanu3 190 wuccrnenOBaHWI TO3BOJWII BBISBHTH PST
ocooennocrert KT-kapruast OHIT npu MB y poccuiickoii koroptsl naiueHToB. [loMmumo
OOIIENPUHATHIX W OLICHEHHBIX B OOJBIIOM 4YHCE 3apyOekHBIX padOT MPU3HAKOB
(Menmuanu3anus BHyTpeHHel crenku BUII, rumo- u amnasus JTOOHBIX U KIMHOBHUIHBIX
nazyX, Ha3aJbHBIA [OJIUIO3) YYHUTHIBAIUCh TAaKHE MPU3HAKU, KaK «ECTECTBEHHOE
KOHTPACTUPOBAHUE»  IMATOJIOTMYECKOTO  MATKOTKAaHHOTO  cyOcTpata W €ro
JIEHCUTOMETPUYECKHE MTOKA3aTeNu, KocTHas AecTpykuus cteHok OHII u cie3HbIx myTen,
a TaKKe aCUMMETPHUU MOPAKEHUSI U CBI3aHHOE C HUM UCKPUBJIEHUE TIEPETOPOIKH HOCA.
Kpome Toro, B Hamem HMcCClIeJOBaHUU BIEPBBIE JUIsl OUEHKH TshkecTH nopaxenuss OHIT
Obl1a pUMEHEHa OajuibHas IKaja Zinreich, kotopas sBIsSeTCS HECPaBHEHHO Ooliee
YyBCTBUTENBHOM, yeM cTtangaptHeie (LMS, mLMS).

Oxkazanoch, 4YTO IMEHHO SIBJICHHE «ECTECTBEHHOTO KOHTPACTUPOBAHMS» HanOoJee
xapaktepHo a1t MB-accormuupoBannoro XPC (otmeueno y 97,9% neteit B BEIOOpKE), a
a- W TUIOIUIa3us JOOHBIX M KIMHOBHIHBIX Ma3yX BbISABIEHBI TONbKO y 20,5% u 36,3%
MaIMEHTOB COOTBETCTBEHHO, YTO 3HAYUTEIHHO PACXOIUTCS C 3apyOeKHBIMU JTaHHBIMH.
Hanbonee norudHbiM OOBSICHEHHWEM IOJOOHOTO HECOOTBETCTBHS, HAa HAIll B3I,
ABIISIIOTCS. OTJIMYUSA B PACHpPENCICHHMH Ma)KOpPHBIX MyTaluid B Poccum W B pa3HbIX
permoHax mupa (a UMeHHO, J10Jisi romo3urot 1o F508del) u cooTBeTCTBYIOIIME TEHOTHII-
dbeHoTunrueckue cBs3u. [lomuMo 3Toro, moctatouHo yacTeiM npu3HakoM XPC Ha doHe
MB sBnsiercst koctHast aectpykuusi cteHok OHII u cnesnbix nyreit (45,8% u 10,5%
COOTBETCTBEHHO). JTOMY IIPU3HAKy HE VYIAEISJIOCh JIOCTaTOYHOTO BHUMAHHUS B
MPEANIECTBYIOIINX UCCIEAOBAHUSX. BBISBIEHO, UTO OCTEOAECTPYKIUS HE 3aBUCUT OT

Bo3pacTa («cTtaxka» OOJIE3HHM), a CKOpee OTpakaeT TsKeCTh TeueHus MB-
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acconuupoBaHHoro XPC. Kpome Toro, B paMkax OI[EHKH KOMIIBIOTEPHBIX TOMOTPaMM U
IIOMCKA PAa3JUYHBbIX KOPPESUMU BBISBIEHA JIOCTOBEPHAs] CBA3b BOBJICUCHHS B
NaTOJIOTUYECKH IPOLIECC CTEHOK CJle3HbIX myTedl u  Bbigenenus w3 OHII
IpaMOTPUILIATENEHON (IIOPHI.

JluarHocTuueckas BaXHOCTh (PEHOMEHA «ECTECTBEHHOIO KOHTPACTUPOBAHUS
JOJDKHA OIPEAENATh IIPOTOKOJI PEHTIEHOJIOIMYECKOIO HMCCIEAOBAHUA: BBIIIOJHECHHE
MYJIBTUCTIUPAIEHON KOMIIBIOTEPHOM TOMOIrpaduu ¢ TNPUMEHEHHEM MSATKOTKAaHHOIO
pexnuma, T.K. ero oTcyTcTBHe, a Takxke KJIIKT He mo3BoSOT BBISIBUTH TAHHBIN ITPU3HAK.

MHoronetnue HaOmofaeHus jAetedt ¢ MB pasHbIX BO3pacTHBIX TPYIIT MPH
IPOBEACHUM HCCIIEAOBAHUS MMO3BOJIMIN BBIIBUHYThH THNOTE3y o nebiore y Hux XPC ¢
OJTHOCTOPOHHETO TOPAKEHUS, MPUBOAIIECTO 3a cueT Menuanusanuu cteHku BUIl w/vmm
HAa3aJbHOTO MOJIUIO3a K CMEIICHUI0O U CTOMKOMY HMCKPHUBIICHHIO NEPETOPOJKM HOCA B
IIPOTUBOIIOJIOKHYIO CTOPOHY. AHalIM3 CBSA3M BO3pAacTa MALUEHTOB C 3TUM SIBICHUEM
MOATBEPAWII Halle npeanoyiokeHue. C MPaKTUYECKOM TOYKHA 3PEHHS] 3TO BAXKHO JIS
BepHOU uHTeprnpeTanuu KT-kapTUHBI (BOZMOXKHOCTh OJHOCTOPOHHETO MOPAXKEHUS Ha
dbone MB y neteit Mutaamx BO3pacTHBIX TPYII) W MPOTHO3UPOBAHUS TCUCHUS OOJIC3HHU.

Hanuumne mndopmanmu o0 MCXOAHBIX MOKAa3aTENsIX YPOBHS XJIOPUAOB IOTOBOM
KHUJIKOCTH/TIPOBOJIMMOCTH TOTa y BCEX BKJIIOUEHHBIX B aHAJIU3 MAlMEHTOB IO3BOJIMI
BBISIBUTH JIOCTOBEPHYIO 3HAUUMYIO KOPPEJSIIIUOHHYIO CBSI3b MEXKAY HUM (KaK IJIaBHOU
XapaKTepUCTUKON pealn3alid TeHETHUYECKOro Jedexra Ha KIETOYHOM YpPOBHE) U
TsxecThio XPC. Hapsany ¢ BbIsSIBIEHHOM 3aBUCHUMOCTBIO cTeneHu nopaxenus OHII no
naHHbIM KT oT «TskecTu» reHoTuna Mnokasareib MOTOBOIO TECTa TAKKE MOXKET ObITh
VCIIOJIb30BaH C LIENBIO ONPEACICHUS ITPOTHO3A.

[TomMuMO 3TOrO, MOUCK T'€HOTHUI-(DEHOTUITUYECKHUX CBSI3€H BBIIBUJ 3aBUCUMOCTD
YaCTOTHI BCTPEYAEMOCTH «ECTECTBEHHOTO KOHTPACTUPOBAHUSD) OT «TSIKECTU» T'€HOTHIIA:
y MAIMEHTOB C COUYETAHUEM JBYX «TSKEJIBIX» MYTAlUW JOCTOBEPHO Yallle BBISBISIECTCS
(EeHOMEH «ECTECTBEHHOTO KOHTPACTHPOBAHUSA», a PEHTIEHOJIOMYECKasi IUIOTHOCTh
OYaroB CTaTUCTHUYECKHM 3HAYUMO BbIIE. OTH U3MEHEHHS MOXHO OOBSICHUTh

OTHOCUTEILHO 00Jiee HU3KOW (PYHKIMEH XJIOPHOTO KaHaja, KOTOopas, B CBOIO OYepeilb,
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NPUBOJIUT K OOJNIbIIIEH CTENEHW CTYIIEHUS CEKpeTa M, CJIEeN0BaTelbHO, €ro OoJblIei
TUIIEPACHCUBHOCTH.

OnucarenbHast xapakrepuctuka KT-kaptunst OHII nereld ¢ sHAEMUYHBIMU 11
P® myTanusmu mokasana, YTO MEHEE IMOJOBUHBI MAMEHTOB ATOW MOATPYMIIIBI UMEIH
KapTUHY TUTIOTUIA3UH JIOOHBIX U KIIMHOBUIHBIX TMA3yX, U4TO €IIe Pa3 OTPaKaeT MEHBIITYIO
pacpoCTPaHEHHOCTH 3TOTO siBJIeHUs y Aeter ¢ MB B Poccun.

Takum oOpaszom, 3Hauenne MCKT OHII i 0ObeKTMBHOW JTUArHOCTUKU U
riaHupoBaHus jedenusi MB-acconuupoBannoro XPC tpynHo nepeouieHuTh. TeM He
MEHEEe, CTOUT MpeaocTepedb OT caumkoM dYactoro BbimojdHeHus MCKT OHII u
WCITOJIb30BAHUST METOAA ISl PETYISIPHOTO JUHAMHUYECKOTO HAONIONEHUS TMAalueHTOB
JIETCKOTO BO3pacTa, MPUHUMAs B PacdeT BBICOKYIO JYYEBYIO HArpy3Ky Ha 00JIacTh
TOJIOBBl. OJTO JUKTYET HEOOXOAMMOCTh B3BEUIEHHOTO IMOAXO0Aa K ONPEIEICHUIO

MOKa3aHUM K IMPOBCACHHUIO JJAHHOT'O UCCIICAOBAHMNA.



I'JTABA 7. MUKPOBNOJIOTTYECKASA XAPAKTEPUCTHUKA
XPOHNYECKOI'O PUHOCHUHYCHUTA B CPABHEHUMU C IPYTUMU
JOKYCAMMU PECIIMPATOPHOI'O TPAKTA Y JIETEM
C MYKOBUCIIMI1030M

MukpoOnonorndeckuii cTaTyc pecnupaTopHOro TpakTa y mnanueHToB ¢ MB
ABIIAE€TCS (PAKTOPOM, OINPEACNAIONIMM TEYEHUE W TPOrHO3 3a00JIeBaHMs. YKa3aHUE
(I10pbI1, BRLIEIIEMON U3 HIDKHUX OTIEINIOB JbIXaTeIbHBIX IyTEH, BXOAUT B POPMYIUPOBKY
nuarHo3a comacHo KnmanueckuMm pekomenanusm [2]. TeM He MeHee creluaanucThl o
MB w4ame Bcero Impu ONPEACIICHUH TAKTUKA WHTAISIMUOHHOW W CHUCTEMHOU
aHTUOAKTEPHATBHON Tepanuu OpPUEHTUPYIOTCS UCKIIFOUYUTENBHO Ha
MUKpPOOHOJIOTUYECKUIM CTAaTyC HUKHUX [IbIXaTeNbHBIX MyTEH, HE YIeNss IOJKHOIO
BHUMaHMsT Mukpoduope mnonoctu Hoca M OHIIL, koTopble 3acimyK€HHO MpPU3HAHbI
JIOKYCOM TI€pBHYHOM KOHTAMUHALMA M HWCTOYHUKOM MOCJIEIYIOUIEr0 HUCXOMASILETO
uHuuurpoBanus. JlaHHasg d4acTb paboThl ObUIa 3aIlUIAHUPOBAHA JUJISI  YTOYHEHUS
BO3MOXHBIX CBfI3e MEXIy OaKTepHOJIOTMUYECKHMM CTaTycOM pa3HBIX JIOKYCOB
JIbIXaTEJIbHBIX MyTEH, YYUTHIBAs MPOTUBOPEUYMBOCTH MMEIOIIMXCS HA JAHHBI MOMEHT
JUTEpaTypPHBIX TaHHBIX, KOTOpas oTpakeHa B m1aBe 1 (moamiasa 1.2.5). C npakTudeckoit
TOYKW 3pEHUs, MOJTY4YEHHbIE pPE3YJIbTaTbl MOIIM Obl YTOYHUTH TOKa3aHUS M IeNu
CaHUPYIOIIUX JIe4eOHbIX BMEUIATENbCTB (TIPEXKE BCEr0, XMPYPruyeCcKnX) Ha BEPXHEM
OTHEJIE PECHHpPATOPHOTO TPAaKTa M CKOPPEKTUPOBATH HMEIOIIYIOCS — IPAKTUKY

NepPUOTIEPAIIMOHHON aHTHOAKTEpUATILHOMN Teparuu P PUHOXUPYPTHUH.

7.1 O01ast XapaKTepHCTHKA UCCJIEAyeMO IPyIIibI
Jl1st onpeneneHuss MUKpOOHOJIOTMUECKOTO CTaTyca Pa3HbIX OTIENOB JAbIXaTebHbIX MyTen
npu MB B uccienoBanue ObUIM BKJIIOYEHBI 124 ManueHTa, roCHUTaIM3UPOBAHHBIX B
otnesieHue AeTrckor oropuHonapuHrojoruu ®I'bY HMUIIO PMBA Poccun s
xupypruueckoro jedenus B nepuog ¢ 2015 no 2023 rr. U3 Hux Obuio 64 manburka u 60

JIEBOYCK, JIOJIS IMAlMeHTOB MY)KCKoro mojia coctaBuia 51,6% (IAU: 43,3% - 59,9%).
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JIOCTOBEpHBIX pa3IuyMil MO MOJIYy B UCCIETYEMOU KOTOpTE HE ObLIO BhIsIBIIEHO. CpeHui
BO3PacCT NAlMEHTOB cocTaBmi 8,4+3,8 J1eT; cpeaHnd BO3pacT NalueHTOB ¢ MB My»cCKoro
nonia O 8,89+3,97 net, xenckoro mona — 7,87+£3,58ner (p=0,134). Pacnpenenenue
MAKUEHTOB MO IMOJY U BO3PACTY MPEACTABICHO HA PUCYHKE 28, TIe MOKa3aHOo, YTO MpH
JIOCTaTOYHOM YHUCICHHOCTH TPYNN JUISI aHajdu3a MOXHO HCIIOJIb30BaTh METOMBI

MapaMeTPUIECKUI CTATUCTUKH.
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Pucynok 28 — Pacnpenenenue nanuentoB ¢ MB u XPC o oy u Bo3pacty

YuuTeIBass U3BECTHBIN PUCK MEPEKPECTHOTO MHOUIIMPOBAHUS U MHPHUITUPOBAHUS
OpU  HAXOXKJACHUM B  CTAllMOHApe, Mbl CTapajiUCh MHUHHMHU3HPOBATH  Kak
MPEONEPAIIMOHHYIO0  UTUTEILHOCTh TPEOBbIBaHMS B CTAllMOHApE, TaK M YHCIO
MOCJICONIEPAIMOHHBIX KOWKO-IHEW. [lanMeHTsl Haxomwyiuch B oTaeneHun 9,36+2,54
KoWKo-HeH. CpeqHuil CpoK MpeObIBaHUS B OTIEICHUHM B OXKUIAAHUM XUPYPrHUECKOTO
nedyeHust coctaBuin 1,65+1,07 nHE#H, CpoOK TMOCIEONEPAMOHHOTO CTAIMOHAPHOTO
nepuona — 7,66+2.32 nueit. CokpauieHue JIUTEIbHOCTH TOCIUTAIN3alUU 10CTUTAIOChH
3a CYET CTYINEHYATOCTH IMOCICONEPANMOHHON aHTHOMOTUKOTEPATUU WM MPOAJICHUEM
BHYTPHMBEHHOTO BBEJCHUSI aHTUOMOTHKA aMOyJaTOPHO B JOMAIIIHMX YCJIOBUSX (9Ta
BO3MOXHOCTb 3aKkperieHa Knunnueckumu pekoMmenanusmu [ 13].

Bcem marmmentam mo moBoaxy XPC moa »HAOTpaxeadbHbIM HApKO30M OBLIO

BBIIIOJITHCHO XHUPYPIrU4C€CKOC JICHCHHUC B o0beMe SHHOCKOHHQGCKOfI MMOJIMCUHYCOTOMMUM,
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BKJTIOYAIOIIEe MEraaHTPOCTOMHIO B CPEIHEM HOCOBOM XOJI€ WJIM MOJU(PHUIIMPOBAHHYIO
HHJOCKOMTMYECKYI0 MEAHaIbHYI0 MaKCWIIDKTOMUIO ¢ (dopmupoBaHueM Jnedekra
MEIUAJIIbHONM CTEHKM BEPXHEYENFOCTHOM Ma3yXu IHAMETPOM HE MeHee 15 MM BHe
3aBUCHUMOCTH OT Bo3pacTta. M3 pa3HBIX JOKYCOB OBUIM B3SThI 0Opasibl IS
MUKPOOMOJIOTUYECKOTO HMCCIe0BaHus (MOIPOOHOE OMUCAHWE TEXHUKW MPEIACTABICHO
HUKE Ui KaKIOM aHaTOMHYeCKoW oOmactu). Pe3ynbrarhl SIBISUIMCH OCHOBHBIM
OPUEHTUPOM I Ha3HAYCHUs IEPUOICPAIMOHHON aHTHOMOTUKONPODUIAKTUKA U

IMOCJICOIICPAINMOHHOTO JICHCHUSI.

7.2. JIokyChbl, CPOKH M METOAMKH 3200pa MaTepuaJia AJ MUKPOOHOJIOTHIeCKOT0
uccJjie10BaHMSA

Anamnecmuueckas MUKpO@Iopa HUMNCHUX ObIXAMENbHbIX Nymell

B oTHOomeHuun KaxxAoro mnamueHTa ObLI MPOBENEH aHalu3 BCEro ooObema
MPEIOCTAaBICHHON MEAUIIMHCKOM TOKYMEHTAIlMU 3a BECh IEpPUOJ] HAOMIOJACHUS, Ha
OCHOBaHUH KOTOPOU (puKCHpoBasiach HH(GOPMALIHS 0 HAUOOJIee «KIMHUYECKH 3HAYUMOM)»
MUKpodIope (COmIacHO TPYIIUPOBKE BbIIECICHHBIX MUKPOOPTaHU3MOB B COOTBETCTBHUU
PaHXUPOBAHUEM OAKTEPHM MO MX KIMHUYECKOMY 3HAYEHUIO MPU MYKOBULIU03€ [264]),
UHOUIUPOBAHUE KOTOPOM CONMPSKEHO C HAUXYIIIUM MPOTHO30M B OTHOIICHUU TEUCHHUSI
3aboneBanusi. K «KIMHWUYECKH 3HAYUMBIM»  OBUIM  OTHECEHBI  CIIEAYIOIINE
MUKPOOPTaHU3MBI, TPEOYyIOIINe Ha3HAYCHUS JPAJAUKAIMOHHBIX CXEM Tepamuu MpU UX
BbIIeieHun: Pseudomonas aeruginosa, Staphylococcus aureus (MRSA), Achromobacter
xylosoxidans, Sternotrophomonas maltophilia, Burkholderia cepacia complex. Otu
OaxkTepuaIbHBIE MATOTCHBI MO UMETh aHAMHECTHYECKOE 3HAYCHHE TIPU UX TIEPBUYHOM
BBICEBE U TIOCJICTYIOIIEH dpauKalliy UK MIEPCUCTUPOBATh K MOMEHTY TOCTIMTAIA3AITUN
[247].

AxmyanvHas MUKpogaopa HUNCHUX ObIXAMeNbHbIX Nymell

Jlyist uccnemoBanusi MOKPOTHI 3a 1-3 Hemenu A0 rOCHUTAIN3allud MPOU3BOAMIICS
3a00p OMOJOTMYECKOr0 Marepuaia (MOKPOThl WM «IIIyOOKOTr0o» opo¢apUHIe€abHOIO
Ma3Ka) M €ro mnocienyromiee OakTepHUOIIOTHYECKOE HCCIENOBAHUE MO TPaIULMOHHON

MeTonuke, onucaHHo B KimHudeckux pexkomennanusx «Kucrosueii  pubdpos
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(mykoBucunuzo3)» (2021) [2]. V nmereil B CBA3M C H3BECTHBIMU TEXHUYECKUMU
TPYIHOCTAMH COOpa MOKPOTBI Yallle UCIIOJIb30BAICS «IITYOOKHI» Ma30K U3 POTOIIIOTKH,
YTO, MO-BUIUMOMY, HE BCErJa OTpakaeT HCTUHHBIA MHUKPOOMOIOTUYECKUN CTaTycC
HIDKHUX  JbIXaTeJbHbIX NyTel. Pe3ynbrarbl  yYUTBHIBAIMCH JJISI  HA3HAYEHUS
NepUONEPALMOHHON aHTHOAKTEPHAIbHOMN Tepanyy B OTCYTCTBUE MHBIX TaHHBIX [247].

Tpaxes u enasuoiii 6poHx

3abop MaTepuanga U3 Tpaxew U IJIaBHOro OpoHXa (B 3aBUCHMOCTH OT BO3pacTa:
COOTHOLICHHS] JJUHBl Tpaxew/AJIMHbl HMHTYOAIMOHHOM TpPYOKHM M CTaHJIApPTHOTO
aCIUpPAIlIOHHOTO KaTeTepa) MPOBOJIMJICA B YCJIOBHUSX OINEPAIMOHHOW J0 Hayajia
XUPYPrHUYECKOro BMemarenabcTBa (BCKkpoiThs nonocred OHIT) HenocpencTBeHHO mociie
uHTyOauuu Tpaxen. OH NPOU3BOAWIICS C MOMOIIbIO CTEPUIBHOTO ACIHUPAIMOHHOTO
KaTeTepa, BBEJICHHOTO B CTEPUIIbHYIO OpoTpaxeainbHyto Tpyoky. Konunk karerepa (1-2
CM) OTCEKaJICs CTEPHJIbHBIMU HOXKHHULIAMU U TIOMEUIAJICS B MPOOUPKY C TPaHCIOPTHOU
MUATATEIbHON cpeiol. 3abpaHHbIi MaTepuaj I0CTABISIICSA B JIaOOpaTOpHUIO B TeUeHUE 2
4acoB C COOJIOZCHUEM BCeX TpeOOBaHUM AJI TPAHCIIOPTUPOBKH.

Humpaonepayuonnwiii 3a60p mamepuana u3z nOIOCMU HOCA U 8EPXHEYETIOCTHBIX
nasyx.

C muenpto cyxaeHus o (raope, KOHTAMHUHUPYIOLIEH HEMOCPEICTBEHHO
CUHOHA3aJbHYI0 00JacTh B ycnoBusx MB-acconumpoBannoro XPC, u koppensiuu
BUJIOBOTO COCTaBa MUKPOOPTAaHU3MOB B YCIOBHO COOOIIAIOLIMXCS MOJOCTSIX: MOJIOCTH
Hoca u OHII — uHTpaonepaMoHHO MPOU3BOAWICA 3a00p Marepuala Moja KOHTPOJIEM
pUrHIHON BUAEOAHAOCKONMHU. [[0 ocymiecTBieHus xupyprudeckoro noctyna B OHII
MPOU3BOJIMJICS MA30K M3 MOJIOCTU HOCA HA TPaHULIEC CPEAHEH W 3aHeil TpeTu oOIIero
HOCOBOTO XOfa, 3areMm, cpasy mnocie unmm3uu cteHku BYUIl mpousBomwmiics 3abop

MaTtepuasa u3 nazyxu (pucyHok 29).
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Pucynox 29 — 3a6op marepuana st MUKpoOHOIOruaecKoro uccienoBanus n3 BUIT
(JteBast mosyoBHHA HOCA; 3HOockon () 9): romy0as 3Be3/104Ka — TIEPETOPOIKA HOCA; JKeTast
cTpenka — Mecto BekpbITus BUII; romy6as crpenka — 3004 114 3a00pa Matepuana;
KpacHas 3BE€3/104Ka — THOMHO-Ka3€03HOE COIEPKUMOE Ma3yXu

[TomyuenHsplit OMOMOTMYECKUN MaTepuas aHAJIOTUYHBIM 00pa3oM Hampasisuics B
MUKPOOUOIOTUUECKYIO JJa00PaATOPHIO C COOTIOIEHUEM MPABUIT TPAHCIIOPTUPOBKHU.

HeoOxoqumo OTMETHTD, YTO MepBasi 4032 BHYTPUBEHHOTO aHTUOMOTHKA B paMKax
Kypca nepuonepamoHHoi Tepanuu BBoauiack 3a 30-40 MUH 10 Hayajga OMepaTUuBHOTO
BMEIIATENIbCTBA, YTO HE MONIO TMOBIUATH HA pe3ylbTraThl OaKTEPUOIOTHMYECKOTO
UCCIIEZIOBaHUs OMOMAaTepuasoB, B3ATHIX U3 MOJBIX OPTraHOB (Tpaxes, MOJOCTh HOcCa,
OHII) [247].

Kamamnecmuueckas ¢hnopa eepxneuentocmusix nazyx.

JUis OIIEHKM JAMHAMUKH BHJIOBOTO COCTaBa MHKPO(IOpPHl MOCHIE YCIOBHO
CaHUPYIOIIETO 3HJOCKOMMYECKOr0 BMeENIaTeNbcTBA B mepuon 6-9 mecsueB mnocie
omepanuy  MPOU3BOAMIOCH  TMOBTOPHOE  MHUKPOOHOJOTHYECKOE  HCCIEIOBaHUE
copepxkumoro BUIIL. YuwnteiBasg mnpenBapuTesbHbIE TAHHBIC, CBUACTEIBbCTBYIOIIHUE O
pa3sHOPOAHOCTH OakTepuaabHOro craryca mosoctd Hoca u OHII, BaxkHol 3amaueit

SBJISUICS 3a00p MaTepHalia HeMOCPEACTBEHHO U3 Ma3yXH YK€ B aMOyJIaTOPHBIX YCIOBHSIX,
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0e3 obOmieit anecte3uu. JJist TOro Hamu ObLT pa3padboTaH CIEAYIOMIUM CIOCO00, KOTOPHIT
MO3BOJISIET UCKITIOUUTh KOHTAMUHAIIMIO TAMIIOHA «ITyTEBOI» (hIOPOI.

OH ocy1iecTBIIs€TCA IyTeM BBEJCHUS B C(DOPMHUPOBAHHYIO B PE3YJIbTATE ONEPALUU
MEraaHTpPOCTOMY CTEPUIIbHOM KaHIOJIU J1JIs1 IPOMBIBAHMS BEPXHEUEITIOCTHOM Ma3yXH TUIA
von EICKEN (cranmapTuznpoBaHHas NOCIEONEpAlMOHHAS MAHUIYIISIIUS) C JUaMETPOM
BHYTPEHHETO CEUeHHUsi He MeHee 3 MM M JUIMHOM He Oonee 120 MM, yepe3 mMpocBeT
KOTOPOM HEMOCPEACTBEHHO MOCIE BCKPHITUS CTEPUIIbHON YITAKOBKU BBOJUJICS TAMIIOH U3
BUCKO3bl C OJHMM MHUHH-HAKOHEYHHKOM U amlIUIMKaTOPOM U3 MPOYHOM aFOMHUHHUEBOM
MPOBOJIOKH JJIMHOM 135 MM 10 CONPHUKOCHOBEHMSI CO CTEHKaMU BEPXHEUETIOCTHOM
naszyxu (pucyHok 30).
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Pucynox 30 — Cxemarnunoe n3zobpaxxeHue crocoda 3adopa Marepuaia s
MuKpoOuonornyeckoro uccienaonanus uz BUIl nanuenTa, nepeneciiero
MOIU(GUIUPOBAHHYIO SHIOCKOMUYECKYIO MEUATbHYI0 MAKCUINIDIKTOMUIO (aKCHATbHBIN
cpes rojioBbl; wutrocTpanus aBropa) (I[larent Ha nzodperenne PO Ne RU2794083 ot 11
anpenst 2023 1) [265]

Jlanmee MpOU3BOAMIIMCH BpalllaTENIbHBIC BMKCHUS KAHIONECW MU J1OCTUXKEHUS
MaKCHMaJIbHOTO KOHTAKTa KOHIIA TaMITIOHA ¢ pa3udHbIMu oTaeaaMu BUII. 3arem Tamrion

M3BIICKAJICS U3 KAHIONHU U TIOMeIaeTcs B mpooupky co cpenoit. (IlateHT Ha nzoOpeTeHue
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P® Ne RU2794083 ot 11 ampens 2023 r. «Croco0 mnojydeHUs Marepuaia u3
BEPXHEUEITIOCTHON Ma3yXu JIsi MUKPOOHMOIOTMYECKOT0 MCCIEAOBAHUS Yy MAllMEHTOB C
MYKOBHCITI030M, TIEPEHECIINX IHIO0CKOMUYECKOE XUPYPIrUIECKOE JICUCHUE TI0 MTOBOIY
XPOHUYECKOTO pUHOCHHYCUTa» (ripuiioxkenue 3)). [lomoOHbIl 3a60p Marepuana u3z BUIl
yepe3  MEraaHTpOCTOMY  NPENCTaBISCTCS  NMPUOPUTETHBIM W MaKCHUMAaJbHO
BOCIIPOM3BOIUMBIM B TICAMATPUYCCKOM TIPAKTUKE B CBS3M C OTHOCHTEIILHOUN
0€300JIe3HCHHOCTHIO (KaK MPHU BBIMOJIHEHUU MECTHOM alIUIMKAIIMOHHOW aHeCTEe3UH, TaK
u 6e3 Hee), a, CIeI0BaTEIbHO, IEPEHOCUMOCTHIO TIPOIIEAYPHI 10 CPABHEHUIO C MYHKITUEH
na3yxu [265].

Merononorus naboparopHon MUKPOOHOIOTHIECKOM JIMAarHOCTUKHU

COOTBETCTBOBAJIA PENIAMEHTHPYIOIIUM JOKYMEHTaM U ONMCaHa B I1aBe 2.

7.3. Pe3yjbTarThbl MUKPOOHOJOTHYECKHX UCCJIEI0OBAHNH

[Ipu untpaonepamnronnom 3abope marepuana u3 BUIl monoxuTenbHbINA OTBET OBLT
nonyyeH y 105 mnammenTtoB u3 124. OrpuuarenbHbld pe3ysbTaT HMCCIECHOBAHUS
(orcyTcTtBHE pocta) y 19 manMeHTOB HENb3S OTOXKIECTBISTH CO CTEPUIIBHOCTBIO
COJIEP’KUMOTO Ma3yXH, B CBSA3H C YEM B aHAJIU3 ObLIIM BKJIFOUEHBI TOJIBKO MOJIOKUTEIIbHBIE.
Mukpobrom B otmensieMom BUIl ornmuancs mHorooOpasueM (Bcero moiiydeHo 24
BapHaHTa PE3yIbTaTOB MUKPOOHOIOTHYECKOTO UCCIEAOBAHMSI, BKIIIOYAs KaK BHJIOBYIO
UJICHTU(PUKALINIO, TAK M BO3MOXKHOCTh UJICHTU(UKAIUY JIUIIb J0 pOAa WU TPYIIIILI), IPU
ATOM TOJIbKO 3 OaKTepHUalIbHBIX areHTa OOHapyXUBaIHCh Oosee, uem B 10%, ocTaibHbIe
MUKpOOpraHusMbl BbiceBasiuch B 0,9-4,76%. [lomuHupyromumMu OaKTepuanibHbIMU
areHtamu B BUII neteit ¢ MB Obliiu 4yBCTBUTEIBHBIN K METULIWIJIIMHY U APYTUM OeTa-
JaKTaMHBIM aHTHOWOTHKAM Staphylococcus aureus (MSSA) — B 64,76% cnyqaes, JIU:
55,81%-72,96%; Pseudomonas aeruginosa — 21,90% cnyuaes, JAW1: 15,23%-29,99% u
Staphylococcus epidermidis — B 13,33% ciyaaes, JIU: 8,22%- 20,24%. (pucynok 31).
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Streptococcus constelatus (1 13 105) 0,95%
Sternotrophomonas maltophilia (2 uz 105) W.QD%E—
Corynebacterium propinguum (1 u3 105) 0,95%
Streptococcus spp (3 us 105) 2,86%| -l—
Staphylococcus epidermidis (14 3 105) 13,33% .
Staphylococcus haemolyticus (1 13 105) 0,95% m—
Pseudomonas aeruginosa (23 n3 105) 21,90% e E——
Staphylococcus aureus (MRSA) (2 u3 105) 1,90%
Klebsiella pneumonia (1 13 105) 0,95%
aspobHasn (2 u3 105) 1,90%!
Corynebacterium pseudodiphtheriticum (1 13 105) 0,95%

Streptococcus intermedius (5 13 105) 4,76%
Haemophilus influenzae (5 13 105) 4,76%)
Staphylococcus intermedius (1 13 105) 0,95%
Staphylococcus aureus(MSSA) (68 na 105) 64,76%
Echerichia coli (3 u3 105) 2,86%

Enterobacter cloacae (3 3 105) 2,86%
Enterobacter hormaechi (1 u3 105) 0,95%
Staphyloccocus sp (1 13 105) 0,95%,

.._
[:
Corynebacterium amycolatum (2 u3 105) 1,90%|#—

—-—
-

|_d
-
-

Enterococcus faecalis (1 13 105) 0,95%)
Serratia marcescens (1 13 105) 0,95%)
Achromobacter xylosoxidans (1 u3 105) 0,95%|
Klebsiella oxytoca (1 13 105) 0,95%

0%  10%  20%  30%  40%  50%  60%  70%

Pucynox 31 — YacTtora BeIfieneHns M BUAOBOM cocTaB OakTepuanbHoOu ¢uopsr n3 BUII
(MHTpaomepaImoHHO)

Boigensnack kak MmoHodiopa (n=66; 62,9%), Tak 1 MUKpOOHBIE acCOLMALIAU OT 2
10 4 mukpoopranuzMoB (n=39; 37,1%). IIpu n3ydeHun BO3MOKHBIX KOPPETALUNA MEKIY
pPa3IMYHBIMU BO30OYIUTENSIMA B MUKPOOHBIX acCOLMALMAX 3aKOHOMEPHOCTEH B Halllen
BBIOOpKE BBIsABICHO HEe ObL10 (7=-0,00314+0,1158). Tak kak yucio Bo30yauTeneit n=24,
TO OXHUJAEMOE YHUCIO KOppessiiuil Mexay HuMu nx(n-1)/2=276. daktuyecku ObUIO
nonydyeHo 275 xoadduimentoB koppensiuuid. COOTBETCTBEHHO CTaTHCTHUYECKas
MOTPENTHOCTh CpeaHero u3 275 ko3P huImeHTa KOPPENSIIU MEHBIIIE «ITyMOBOW», TO
€CTh CTAaTUCTUYCCKOM 3HAYMMOCTH MEXIY BEPOSTHOCTAMH HIACHTHU(PHUKAINUA Pa3HBIX
B0O30ynuTenel He MoMydeHo. B cBsi3u ¢ 3TUM npu aHanuie (Iopbl U3 APYTUX JOKYCOB
KKl MUKPOOPTAHN3M PAacCMaTPUBAJICS OTACIBHO.

B unTpaonepanmoHHbIX Ma3Kkax M3 MOJOCTH HOCA MUKPOOPTaHU3Mbl ObLITU TaKXKe
BbIsIBJIEHBI y 105 manmueHToB, HO B 3TOM OTJEJ€ BEPXHUX IbIXaTENbHBIX IMyTEH, MO
cpaBHenuto ¢ BUII, ormeuanocs MeHbIee BuaoBoe paznooopasue (16). Y 6onpmmHCTBA
OBbLJT BBIJEIEH METULIMIJUTMH-YYBCTBUTENbHBIN Staphylococcus aureus (MSSA) B 79,05%
ciyqaeB, JAU: 71,07%-85,58%, manmee cnemoBamu Streptococcus spp (0e3 BHIOBOM

uneHtTudukanun) u Streptococcus viridans — B 5,71% cnywaes, JU: 2,72-10,76.
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Streptococcus pneumoniae u Haemophilus influenzae B paBHBIX 105X OOHApPY>KECHBI B
3,81% cuyuae, AW: 1,56%-8,12%, Staphylococcus epidermidis wu Streptococcus
agalactiae — B paBHBIX Ao0isax mo 2,86% cmywaes, JAM: 1,05%-6,71%, Klebsiella
pneumoniae, Citrobacter spp, Escherichia coli, Pseudomonas aeruginosa u
Streptococcus mitis — B paBHbIX A0Jsix 110 1,90% ciyuaes, JIU: 0,59%-5,19%. Pexe Bcero
BcTpeuanuck Pandoraea apista, Corynebacterium pseudodiphtheriticum v METUITUIUIAH-
pe3ucteHTHbll  Staphylococcus aureus (MRSA) — B 0,95%, HAU: 0,23%-3,45%
(pucyHok 32).

Streptococcus viridans (6 n3 105) 5,71%| ——
Streptococcus spp (6 n3 105) 5,71%| ——
Streptococcus pyogenes (1 13 105) 0,95% -
Streptococcus pneumoniae (4 n3 105) 3,81%
Streptococcus mitis (2 n3 105) 1,90%
Streptococcus agalactiae (3 n3 105) 2,86%
Staphylococcus epidermidis (3 na 105) 2,86%
Haemophilus influenza (4 ns 105) 3,81%

Citrobacter spp (2 u3 105) 1,90%

IREEERE

Staphylococcus aureus (MSSA) (1 13 105) 0,95%
Staphylococcus aureus (MRSA) (83 u3 105) 79,05% — .
Pseudomonas aeruginosa (2 13 105) 1,90%
Pandoraea apista (1 13 105) 0,95%

-—
|
Klebsiella pneumoniae (2 n3 105) 1,90%|@—
Corynebacterium pseudodiphtheriticum (1 n3 105) 0,95%
-—

Escherichia coli (2 3 105) 1,90%

0% 10% 20% 30% 40% 50% 60% 70%  80%

Pucynok 32 — Yacrota BbliesieHUsI U BUAOBOI cOCcTaB OakTepruaabHOM (Praopsl
U3 MOJIOCTH HOCA (MHTPAOIIEPaLluOHHO)
W3 Tpaxem u maBHOro OpoHXa MNpU HMHTYOAMM Marepuan ObLI IMOIYy4YeH Yy
65 MalKreHTOB, U3 KOTOPBIX POCT MUKPOOPTaHU3MOB (OaKTepHil W/Uiiu TpuOOB) MOTYUYEH
muib y 26 (40%). 3 vux y 17 nereit BeiesnieHa MoHo(iopa, y 9 — accoruanuu u3
2 Mukpoopranu3sMoB. Y 39 pmanuMeHTOB KOHCTAaTUPOBAHO OTCYTCTBHUE pOCTa
Mukpodopel.  HeoOxomumMo  OTMETUTh, UYTO  MpPU  TMEPBUYHOM  CcaHAIUU

TPaxeoOpOHXHANBHOTO  JepeBa  uYepe3  HWHTYOallMOHHYI0  TpyOKy  OOWMIIbBHOE
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OTAeNsIeMOe/MOKPOTa ObUTH TONMYy4YEHBI JIMIIb B €IMHUYHBIX cliydasx. PacmpenencHue
BbIIeTICHHON (ropel  mpexactaBieHo Ha pucyHke 33. IlomydeHo 12 BapuaHTOB
pe3yabratoB. Co 3HAUUTEITHHBIM OTPHIBOM C HAMOOJBIIEH YAaCTOTOW TAKKE BBIICISIIA
Staphylococcus aureus (MSSA) — 26,15%, JAW: 12,31%-27,26%, 3a HUM cheaoBal
Streptococcus spp (6e3 BumoBod wuaeHTHGUKammu) — 6,15%, JIN:1,83%-9,43%.
OcranpHble MUKPOOPTaHW3MBI ObUTH OOHAPY)KEHBI B €IMHUYHBIX CIIydasx, BKiIrodas 1
ClTy4ail BbIJICTICHUS JpOXKenono0HbIx rprboB pona Candida xak monodopy u 1 ciayyait
— Aspergillus flavus. Oba >TUX MaMeHTa B TEYCHUE JINTEIHLHOTO BPEMEHU TOTydain
UHTCPMUTTUPYIOIIUNA KypC WHTIANAOHHONW TEpanmuu KOJIMCTUMETaTa HaTpus W

TOOpaMHIIMHA MO MOBOY XPOHUYECKON CHHETHOMHON HH(EKIUH.

Staphylococcus aureus(MSSA) (17 u3 65) 26,15% i

Pseudomonas aeruginosa (1 13 65) 1,54%|——

Enterobacter cloacae (1 n3 65) 1,54%|————

Neisseria spp. (1 13 65) 1,54%|————

Streptococcus spp. (4 13 65) 6,15% —

Streptococcus pneumoniae (1 13 65) 1,54% | ———

Pandoraea pnomenusa (1 13 65) 1,54%|———

Echerichia coli (3 3 65) 4,62%| —a——

Klebsiella pneumoniae (2 u3 65) 3,08%| ——

Aspergillus flavus (1 u3 65) 1,54%|—-@———

Candida spp (2 u3 65) 3,08%| ———

Acinetobacter pittii (1 u3 65) 1,54%|———

0% 10=% 20=% 30=%
Pucynok 33 — YacroTa BbIZICIICHUS U BUIOBOM COCTaB OaKTepUAIbHOU ()IOPHI
13 Tpaxeu U IIaBHOTo OpoHXa (Mpyu UHTYOAIH )
[IpenonepauoHHble JaHHBIE O MUKPOOHOIOTHYECKON XapaKTepUCTUKE HUKHUX

JbIXaTeIbHbIX MyTel umMenuch y 103 nanueHToB U Npe/ICTaBIeHbl Ha pUCYHKE 34.
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Streptococcus vestibularis (2 u3 103) 1,94%|m—
Streptococcus mitis (1 13 103) 0,97%
Streptococcus gordonii (1 13 103) 0,97%
Streptococcus dysgalactiae (1 13 103) 0,97%
Morganella morganii (1 n3 103) 0,97%
Streptococcus parasanguinis (2 n3 103) 1,94%|#—
Achromobacter insuavis (1 u3 103) 0,97%
Candida albicans (3 n3 103) 2,91%| -#—
Moraxella catarrhalis (2 u3 103) 1,94% [#—
Sternotrophomonas maltophilia (3 3 103) 2,91%| -l—
Streptococcus viridans (2 u3 103) 1,94%|#—
Pseudomonas aeruginosa (10 n3 103) 9,71% —.—
Aspergillus flavus (1 u3 103) 0,97%
Proteus mirabilis (1 u3 103) 0,97%
Trichosporon asahii (1 13 103) 0,97%
Pseudomonas montelli (2 3 103) 1,94% (44—
Klebsiella pneumoniae (4 n3 103) 3,88%| —l—
Haemophilus parainfluenzae (2 uz 103) 1,94%|#—
Candida glabrata (1 n3 103) 0,97%
Staphylococcus epidermidis (1 u3 103) 0,97%
Staphylococcus aureus (MSSA) (80 n3 103) 77,67% . —
Staphylococcus aureus (MRSA) (1 n3 103) 0,97%
Haemophilus influenzae (6 ns 102) 5,88%| ——
Escherichia coli (5 3 103) 4,85%| ——
Achromobacter (1 n3 103) 0,97%
Acinetobacter (1 13 103) 0,97%
Enterococcus faecalis (1 u3 103) 0,97%
Asprergillus fumigatis (1 n3 103) 0,97%

0%  10% 20% 30% 40% 50% 60% 70%  80%

Pucynok 34 — YactoTa BbIZICIICHUS M BUIOBOM COCTaB OaKTepUaIbHOU (JIOPHI U3
HUKHUX JIBIXaTeIbHBIX MyTeH (MOKpPOTa WK «TIIYOOKHUI» opodapuHreasbHbIi Ma30K)
Ha TIPEIONIEPAIIIOHHOM JTare

3nech OoTMeueHO HauOoibllee BUAOBOE pa3HooOpasue — 28  BHIOB
MUKPOOPTaHU3MOB, BKJIOUas 3 BHJia TPHOOB.

Staphylococcus aureus (MSSA) ObUT BBISIBJICH B 3HAYUTEIHHOM OOJBIITMHCTBE — B
78,77% ciyqaes, JI1: 69,47%-84,46%. Pseudomonas aeruginosa oonapyxena B 9,71%
ciayuaeB, JAU: 5,45%-15,94%, Haemophilus influenzae — B 5,88% cnyuaes, JAW1: 2,8%-
11,07%, Escherichia coli — B 4,85% cmywae, IU: 2,17%-9,65%, Klebsiella
pneumoniae — B 3,88% cunywaeB, [AU: 1,59%-8,28%, Candida albicans wu
Sternotrophomonas maltophilia — o 2,91% cnyuaes, JIU: 1,07%-6,84%. OctanbpHbIC
MUKPOOPTaHU3MBI BBIICIISITUCE MEHEee, 4eM B 2% CITydaeB KaxIbIu.

NHoe BupoBoe pacmpesneneHue ¢ npeobiagaHueM Pseudomonas aeruginosa —
77,8% cmoyuae, HMN: 69,01%-84,94% — mnonydeHO NpH aHAIU3€ MEIULUCKON
JOKYMEHTAINH U (PUKCANY KITMHUYECKH 3HAYNMbIX MEKPOOPTaHU3MOB, BBIJICIICHHBIX U3
HIDKHHUX JIBIXaTENbHBIX MyTeH COMTACHO KIMHHYECKUM peKoMeHIamnwsM [2] (pucyHok

35). IlomoOHbIe TaHHBIC UMEIUCH B OTHOIICHUN 90 eTei.
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[lanieHToB, y KOTOpBHIX Hauboyiee KIMHUYECKH 3HAYUMOM (uiopoil B aHamMHE3e

octaBaics Staphylococcus aureus (MSSA), 6110 muts 12,22%, 1A: 7,08%-19,49%.

Staphylococcus aureus(MSSA) (11 13 90) 12,22% —.—

Staphylococcus aureus(MRSA) (3 13 90) 3,33%| l—

Sternotrophomonas maltophilia (11 u3 90) 12,22% ——
Pseudomonas montelli (1 u3 90) 1,11%m—
Pseudomonas aeruginosa (70 n3 90) 77,78% —.—

Burkholderia cepacia (2 u3 90) 2,22%|4—

Acinetobacter (4 n3 90) 4,44%| ——

Enterococcus faecalis (1 13 90) 1,11% l—

Serratia marcescens (2 13 90) 2,22%|—

Achromobacter (8 n3 90) 8,89% —a—

0%  10% 20%  30% 40% 50% 60% 70%  80%

Pucynok 35 — YacroTa BbIJIeJICHUS U BUJAOBOM COCTaB Hanbosiee KIMHUYECKA 3HAUUMOM
OakTepuasbHON (PIIOPHI U3 HUKHUX JBIXaTEIbHBIX MyTeH (MOKpPOTA WUJTU «TITYOOKHI»
opodapuHTeaIbHBIN Ma30K) 3a BECh MEPHO] HAOIIOICHUS

TakuM 00pa3oM, CHUKEHHE YaCTOThI BBIJICIICHHUS] CHHETHOWHOW TMAaJOYKH Kak
HauOoJee YacToro KIMHUYECKHM 3HAYMMOIO M IPOTHOCTUYECKH HEOIAronpHUsITHOTO
MHUKpPOOpPraHU3Ma B MPEAONEPAUOHHBIX HCCIEIOBAHUSAX MOKPOTHI 1O CPABHEHUIO C
aHAMHECTUYECKUMU JaHHbIMU ¢ 77,8% 110 9,71% roBopuT 0 KOHCTaTaMU JOCTUKEHUS
ee IpaJuKalMK U3 OPOHXHMAJIBHOTO JepeBa y OOJBIIMHCTBA MAIMEHTOB K MOMEHTY
rocnuTaIn3auuu. TeM He MEeHee, ITPU UCCIIEA0BAHUH NTOJYYEHHOTO UHTPAOIIEPALMOHHO
marepuana u3 BUII Beinenenue Paeruginosa ormedeHo B 21,9%, 4ro yka3piBaeT Ha
NEPCUCTEHINIO JaHHOTO MuKpoopranuzMa B OHII Ha ¢oHe ycioBHOM spagukanuu U3

HMWKHUX ObIXaTCIIbHBIX HYTeﬁ (y‘-II/ITbIBaJII/ICB YHCJI0 U KpaTHOCTb 6aKTepI/IOJIOFI/I‘—IeCI(I/IX
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UCCJIEIOBAaHUM, HEOOXOAMMBIX [JIsi KOHCTAaTallMM »HpPaJUKallMd B COOTBECTBHH C
aKTyaJIbHBIMU KIIMHUYECKUMU PEKOMEHAAIUSMU ).

Haxkonern, npu oneHke TMHaMUKA MUKpoOuonorudeckoro neizaxa BUII B cpoku
6-9 MecsueB mocne omnepauuu y 38 AeTed MOJy4YeHBl CIEIYIONIME PE3YJIbTaThl

(pucyHok 36).

Staphylococcus aureus(MSSA) (27 n3 38) 71,05% e

Staphylococcus epidermidis (3 n3 38) 7,89%| —m—

Pseudomonas aeruginosa (5 13 38) 13,16%! .

Streptococcus pneumoniae (5 n3 38) 13,16% ——

0% 10% 20% 30% 40% 50% 60% 70%  80%

Pucynok 36 — YacTtoTa BbIZiesIeHHs] U BUI0BOM cocTaB OakrepuanbHoi (ropsr BUIT
yepe3 6-9 MecALeB nociie Onepanuu

N3 aHanu3a WUCKIIOUAIKUCH MAIMEHThI, KOTOPHIM B TEUEHHE MEepuoaa
KaTaMHECTHYECKOTO  HAOMIONEHUS WHUIMUPOBAIM TApreTHYIO TEpamnuio  H3-3a
KOHKYPHUPYIOIIETO MOAU(PHUIIMPYIOIIETO JCUCTBUS HAa TEUCHHE OOJE3HU U COCTOSHHE
MUKPO]IIOPHIL.

Bo-niepBbIX, OTMEUYEHO CYKEHHE BHJIOBOIO Pa3HOOOpa3usi MHUKPOOPTAaHU3MOB 0
YeThIpEX C HauOOJIbIIEH YacTOTOM BCTpedaeMocTu Staphylococcus aureus (MSSA) B
71,05%, JAU: 56,9%-82,5%, 3a KOTOpBIM CJIEIOBAIM B PaBHBIX J0JIX Pseudomonas
aeruginosa u Streptococcus pneumoniae B 13,6%, JIN: 6,02%-24,% ciyyaeB Kaxplid. Y
36 manueHTOB ObliIa BbIAENIeHAa MOHO(DIIOpa, Y 2 — accolMaluy U3 2 MUKPOOPTaHU3MOB.
Bo-BTOphIX, HE00X0OAUMO OTMETUTH, uT0 y 23 (60,5%) mpoonepupoBaHHBIX JeTei

IPOM30IILIa CMeHa OoJiee arpeCCUBHBIX TPaMOTpHIIAaTEIbHBIX BO30yAUTENEH (Yalie BCero,
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Pseudomonas aeruginosa) Ha rpamnonoxutenbHyo ¢aopy (Staphylococcus aureus
(MSSA) nnu Streptococcus pneumoniae), y 3 (7,9%) — coxpaHuiics BbICEB CHHETHOMHOMN
najgouku, a y 2 (5,3%) mpou3omio HeraTUBHOE W3MEHEHHE MHKPOOHOIIOTHYECKOTO
cTaryca B BHUJC CMCHBI BBIJCICHUS 30JIOTHCTOTO CTA(PHUIOKOKKA HAa CHHETHOWHYIO

NAJIOYKY.

7.4. CooTHOLIEHHEe MUKPOOMOJOTHYECKOI0 CTATyCa UCCIeAyeMbIX JIOKYCOB
PeCnUpPaTOPHOro TPAKTA

Haubonpiiyto TEOpeTHYEeCKyr0 W MPAKTUYECKYH) LIEHHOCTh IPENCTaBISAET
NOHMMaHUE  B3aMMOCBSA3M  MHUKpPOOHOJIIOTMYECKOTO  CTaryca pa3HbIX  OTAEJIOB
JbIXaTeNbHbIX IyTed npu MB y nmereu muis IIaHMpOBaHMS CTPATETMU CUCTEMHOW M
MHTAIMOHHON aHTUOAKTEPUAJIbHOM Tepanuy, B T.4. IEPUONEPALIUOHHO.

HccnenoBanue mMokasanio, 4To BCE JIOKYCHI SIBIISIFOTCS JOCTATOYHO HE3aBUCUMBIMHU.
Haubonbiiee BunoBoe paznoodpaszre MUKpO(IOPHI BHIABICHO B MaTepuaje U3 HIDKHUX
OTAEJIOB pecnupartopHoro Tpakra u B BUIl y HeoniepupoBaHHBIX paHee I€TEN, 38 HUMU
CJIEIYIOT IOJIOCTh HOCA, Tpaxes U HAaKOHEL] BEPXHEUYEIOCTHAs Ma3yXa B OTCPOYEHHOM

MIePHOJIC MOCIIC XUPYPTrUIECKOTo JeueHus (pUCYHOK 37).

HuxHKMe abixaTenbHble NyTv

S penenepaoe
4

Monoctb Hoca

Nokyc

Tpaxen

BYMN nocneonepauMoHHO (KaTamHes) -

Yucno BblgeneHHbIX BUA0B

Pucynok 37 — BunoBoe pazHooOpasue MUKpODIOpHI, BBIACICHHON U3 Pa3HBIX OT/ICJIOB
pecnuparopHOro TpakTa

JlJisi moucka BO3MOMKHBIX CBA3€H ObUIM COCTABJIEHBI TAOJHUIBI COMPSKEHHOCTH

(mpoBeneHa Kpocc-TaOymsIIusl) paclpeneaeHusl IByX MEepeMEHHbIX, TJe sl IPOBEPKU

CTAaTUCTUYECKOW 3HAYMMOCTH CBSI3€M MCHOIB30BaJIM TECT XH-KBaapar (¥?) s
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ONpCACICHUA, ABJMIOTCA JIM ITCPEMEHHBLIC HCE3aBHUCUMBIMHU WM CYHICCTBYCT
CTAaTUCTUYCCKHU 3HAYMMasd 3aBUCHMOCTb MCKIAY BLBIABJICHHCM PA3HBIX I/IH(i)eKIII/IOHHBIX

areHTOB B Pa3HBIX OTAENIaX pecrnuparopHoi cuctemsl mpu MB (Tabmuna 37).

Ta6muma 37 — CoBMecTHOE pacipe/eieHue BbIICICHUS MUKPOOPTAaHI3MOB U3 TTOJIOCTH
Hoca u BUII (uHTpaonepanuoHHO)

Mukpoopranusu MoJocThb HOCA - MoJjocTh HOCA + HocroBepHoCTH
pasznu4ui, p
BYII - | BUIl + % BYII - | BUIl + Y%
Streptococcus spp. 95 3 3,06% 5 0 0% p=0,80
Staphylococcus 87 13 13,0% 2 1 33,33% p=0,358
epidermidis
Haemophilus 95 4 4,04% 3 1 25,0% p=0,183
influenza
Staphylococcus 35 67 65,69% 0 1 100% p=0,66
aureus (MSSA)
Staphylococcus 19 1 5,0% 82 1 1,20% p=0,352
aureus (MRSA)
Pseudomonas 80 21 20,79% 0 2 100% p=0,048
aeruginosa
Klebsiella 101 0 0% 1 1 50,0% p=0,019
pneumoniae
Corynebacterium 101 1 0,98% 1 0 0% p=0,99
pseudodiphtheri-
ticum
Escherichia coli 98 3 2,97% 2 0 0% p=0,942

Ipumeuanus: YXupubm mpudToM BeieneHsl nokaszarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACHE C UCIIOJIb30BAHUCM
Xu-kBazapar [Iupcona.

Ectes nBa QopManbHO JOCTOBEpHBIX paznuuus mis Pseudomonas aeruginosa
(p=0,048) wu Klebsiella pneumoniae (p=0,019), HO ¢ y4eTOM MHOXXECTBEHHOCTH
cpaBHEHUM (IpuMeHeHa TmomnpaBka XoiaMma-boHdeppoHn) ux cremayeT NpU3HATH
JIO’KHOTIOJIOKUTEIIbHBIMUA HAXOIKAMH.

Takum 00pa3om, MOXXKHO TOBOPUTH OO0 OTCYTCTBUU CBSI3M BHUJOBOTO COCTaBa
Mukpoduiopsl nojioctd Hoca 1 BUIIl u mo3ToMy uX OTHOCUTEIHLHON HM30JUPOBAHHOCTH
JpyT OT Apyra Kak HHQUIIMPOBAHHBIX JIOKYCOB, HECMOTPSI HA aHATOMHUYECKYIO CBSI3b.

[Ipu comocTaBieHUM PE3yIbTATOB MHUKPOOMOJOTHUYECKOTO  HCCIEIOBAHUS
MHTpaornepauruonHoro marepuasia w3 BYIl ¥  MHAYHUpPOBAaHHOW MOKpPOTHI B

HEepONEePAIMIOHHOM MEPHO/IE MOTyUYEHbl OTHOTUITHBIE Pe3yNbTarhl (Tabnuua 38).
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Tabnuna 38 — CoBMecTHOE pacrpeiesieHue BbIJEICHUS] MUKPOOPTaHU3MOB U3 HUXKHUX

JbIXaTeNbHbIX MyTel (nmpenonepanuonHo) u BUII (nHTpaonepannoHHO)

Mukpoopranusm Moxkpora - Mokpora + JdocToBepHOCTH
pasznu4ui, p

BYII - | BYII + % BYII - | BUII + Y%

Sternotrophomonas 92 2 2,13% 2 0 0% p=0,959

maltophilia

Pseudomonas 69 17 19,77% 5 5 50% p=0,046

aeruginosa

Klebsiella 92 0 0% 3 1 25% p=0,042

pneumoniae

Staphylococcus 83 13 13,54% 0 1 100% p=0,144

epidermidis

Staphylococcus 17 6 26,09% 18 55 75,34% p<0,001

aureus (MSSA)

Staphylococcus 93 2 2,11% 1 2 66,67% p=0,979

aureus (MRSA)

Haemophilus 87 3 3,33% 4 1 20% p=0,197

influenzae

Escherichia coli 20 1 1,10% 3 40% p=0,006

Achromobacter 94 1 1,05% 1 0% p=0,99

xylosoxidans

Enterococcus 94 1 1,05% 1 0 0% p=0,99

faecalis

Ipumeuanus: XXupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCIIOJIB30BAHUCM
Xu-kBazapar [Iupcona.

[lepBU4HO AOCTOBEpHBIE CBSI3U MOJyY€Hbl B OTHOIIEHWH 4 MHUKPOOPTaHU3MOB,
OJTHAKO C ydeToM TmomnpaBku XoiaMma-boH(heppoHH Ha MHOKECTBEHHOCTh CPAaBHEHUU
CTAaTUCTUYECKU 3HAYUMOU SIBISIETCS TOJNIBKO CBsI3b st Staphylococcus aureus (MSSA)
(»<0,001), yTo Takke rOBOPUT O HEKOH pa300IIEHHOCTH HIKHUX JbIXaTEeNIbHbIX MyTEN U
BUIl kak OwuortomoB. OpHako B CiIy4ya€ OTHOCUTEIBHO  «OJAronmpHUsiTHOTOY
MUKpPOOMOJIOTUYECKOTO cTaryca (BbiaeneHue MSSA) OKONOHOBBIX Ma3yX, MOXKHO
OXUJAaTh AHOJIOTMYHOTO B HUKHUX OT/EJIaX PECIUPATOPHOTO TPAKTA.

Haubonee BaXHBIM COIMOCTAaBICHHWEM SIBUJIOCH CPaBHEHHE MHUKPOOPTaHHU3MOB,
BbiesieHHbIX U3 BUII uHTpaonepannoHHo, u Hanbosee KIMHUYECKA 3HAYMMOU (PIopbl
MOKPOTHI WJIM 3a/IHEH CTEHKH IJIOTKU 3a BECh MEPHOJl HAOIIOACHUH, T.€. OTpa)Karolieu
HauOosnee HEONMaronpusaTHBIH HHQEKIMOHHBI cTaTyc B aHamHe3e. Pe3ynbrarhbl

npuBeieHbl B TabuIe 39.
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Ta6muna 39 — CoBMecTHOE pachpe/eieHue BbIICICHIS MUKPOOPTAaHIU3MOB U3 HIDKHUX
JBIXaTEeNBHBIX MyTel (Hanbosee KIMHUISCKH 3HaYnMasi MUKpo(dopa B aHaMHE3€)
u BUII (uHTpaonepaiinoHHO)

Muxkpoopranusm Mokpora (anamHe3) - Moxkpora (anamHe3) + HocToBep-
HOCTh

BUII - | BUIl + % BUYII - | BUII + % pa3auyuii, p

Staphylococcus

aureus (MSSA) 35 37 51,39% 1 9 90,00% p=0,02

Staphylococcus

aureus (MRSA) 78 1 1,27% 1 0 0,00% »=0,963

Sternotrophomonas

maltophilia 72 0 0,00% 8 2 20,00% p=0,014

Pseudomonas

aeruginosa 18 0 0,00% 41 23 35,94% p=0,001

Enterococcus

faecalis 80 1 1,23% 1 0 0,00% p=0,988

Serratia marcescens 79 1 1,25% 2 0 0,00% p=0,976

Achromobacter

xylosoxidans 74 0 0,00% 7 1 12,50% p=0,098

Ipumeuanus: YXupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCIIOJIb30BAHUCM
Xu-kBazapar [Iupcona.

3HaUYNMBIE CBS3M MEXY BBIJCICHHEM KOHKPETHOTO MUKPOOPTaHU3Ma W3 HUKHUX
IBIXaTeIbHBIX MyTedl B aHamHe3e W BUII Bo BpeMmsi XMpypruueckoro BMEMIATEIhCTBA
BBISIBJICHBI B OTHOLICHUH METHUIUJUTMH-UYBCTBUTEIBHOTO 30J0TUCTOTO CTA(PHIOKOKKA,
CHHETHOMHOM nanouku u Sternotrophomonas maltophilia, OMHaKO C y4€TOM IOTIPaBKH Ha
MHOKECTBEHHOCTh CPaBHEHUH CTaTUCTHUECKH 3HAYUMOM CBS3HI0 MOKHO CYMTATH TOJIBKO
BbIICJICHUE U3 JIByX YKa3aHHBIX JIOKYyCOB B pa3HOE BpeMs TpPaMOTPULIATEIbHOMN
BbICOKOMIaTOreHHON (iopel: Pseudomonas aeruginosa (p=0,001) u Sternotrophomonas
maltophilia (p=0,014). HeoOxogumo oTMeTHTb, uTO U3 23 neTeil, y koTopbix u3z BUII
WHTPAOTIEPAlIMOHHO Oblia BBIACNECHA Pseudomonas aeruginosa, y BCeX KOrma-mi0o B
aHaMHE3€ OHa OOHapY)XMBAJIACh B HIDKHUX JBIXaTeIbHBIX IMYTAX, OMHAKO K MOMEHTY
oriepanuy OpOHXOJIETOYHAsI CMHETHOWHass nH(pekuus Obuia aumb y 5 (21,7%), a 'y 18
naneHToB (78,3%) KoHCTaTHMpoBaHA €€ «dIpaauKallvs» IO JaHHBIM HCCICTOBAHMUS
MOKpPOTBI WJIM MaTepuaia C 3aJHEll CTEHKH IVIOTKH, YTO HE OBbUIO TOXKJIECTBEHHO €€

MOJIHOMY YCTPaHEHUIO U3 PECIIUPATOPHOTO TPAKTA.
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BrrisiBieHHast 3aKOHOMEPHOCTh TO3BOJIAET 3akitounTh, uto OHII saBnstoTcs
pe3epByapoM MaTOTEHHBIX OaKTepuil, KOTOPBI MPHU ONpPENeTIeHHBIX YCIOBUSAX MOXET
CTaTb HCTOYHUKOM TIOBTOPHOTO HHCXONAILIETO HHPUIMPOBAHUS («ayTOpeHH(H-
[IUPOBAHUSA») OPOHXOJIIETOUHONW CHCTEMBI MOCIIE TOCTHXKEHHS dPaTUKAMi MUKPOOHOTO
MaTOTeHa JIUIIb U3 HIDKHUX OTAENIOB PECIUPATOPHOTO TPAKTA.

[Ipu comocraBieHnn OakTepuandbHOM (PIOPHI TOJOCTH HOCA KAk C
peAonepaiOHHBIMU pe3ylpTaTaMu MHUKPOOHOJIOTHYECKUX UCCIIEIOBaHUN
MOKpPOTBI/TITyOOKOTO  OpopapuHTeanbHOTO Ma3Ka, TaKk M HauOoiee 3HaYuMOM
MHUKpOGIIOpOil 3a Bech MepuoA HAOMIOACHMS, CTATUCTUYECKH 3HAYMMBIX CBS3Eil

BBISIBIICHO HE ObLI0 (Tabmuirel 40-41).

Tabnuna 40 — CoBMecTHOE pachpeeieHue BbIIeICHUSI MUKPOOPTaHU3MOB U3 HHXKHUX
JBIXaTeIbHBIX IMyTeH (MIpeIonepauoHHO) U MOJOCTH HOCA (MHTPAOTIEPAI[MOHHO)

Muxkpoopra- Moxkpora - Mokpora + HocToBep-
HI3M IMonocts | IlonocTh % Hoaocts | [MoaocTs % HOCTLU
HOCa - Hoca + HoCa - Hoca + pasIutiuu, p

Streptococcus

mitis 93 2 2,11% 1 0 0% p=0,979

Streptococcus

viridans 91 3 3,19% 1 1 50,0% p=0,082

Pseudomonas

aeruginosa 85 1 1,16% 9 1 10,0% p=0,198

Klebsiella

pneumoniae 91 1 1,09% 3 1 25,0% p=0,082

Staphylococcus

epidermidis 93 3 3,13% 1 0 0% p=0,969

Staphylococcus

aureus (MSSA) 22 1 4,35% 73 0 0% p=0,240

Staphylococcus

aureus (MRSA) 18 77 81,05% 1 0 0% p=0,198

Escherichia coli 89 2 2,20% 5 0 0% p=0,898

Ipumeyanue: Cratuctuueckas 00paboTKa sl aHAIM3a HOMUHAIBHBIX JaHHBIX POBOIMIIACH C
MCIOJb30BaHueM Xu-kBajapar [IupcoHa.
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Tabnuua 41 — CoBMecTHOE pacnpeeieHue BbIICICHISI MUKPOOPTAaHU3MOB U3 HHXKHUX
JBIXaTENIbHBIX MyTel (Hanbosee KIMHUYECKH 3HaYuMas MUKpo(diiopa B aHaMHE3€)
Y TIOJIOCTH HOCA (MHTPAOIEPAlMOHHO)

Muxkpoopra- Mokpora (anHamHe3) - Moxkpora (anamHe3) + JdocToBepHOCTH

HIZM Hoaocts | HonocTh % Hoaocts | HonocTs % PasIuanu, p
HOCA - Hoca + HOCA - Hoca +

Staphylococcus

aureus (MSSA) 70 1 1,41% 11 0 0% p=0,866

Staphylococcus

aureus (MRSA) 16 63 79,75% | 2 66,67% p=0,507

Pseudomonas

aeruginosa 19 0 0% 61 2 3,17% p=0,588

IIpumeuanue: Ctaructuueckast 00padoTKa AJ1s1 aHaJIM3a HOMUHAJIBHBIX JAHHBIX POBOJMIIACH C
ucrnosb3oBanueM Xu-ksaapar [Iupcona.

JIns OLIEHKH pOJM Tpaxeu KakK CBA3YCLIEr0O BEPXHHE M HIKHUE OTIEIIbI
pPECTIUPATOPHOTO TpaKTa ydYacTKa W TYTH HHUCXOMANIEH KOHTAaMWHAIUU, OBLIO
MIPOAHAIN3UPOBAHO COBMECTHOE BBIJECICHUE OTHUX U TE€X KE MUKPOOPTaHU3MOB B Tpaxee
B CpaBHEHHM C TnonoCcThi0 Hoca, BYIl m mnpegonepaniMOHHBIM HCCIEAOBAHUEM

MOKpOTBI/MaTepuaia ¢ 3aJHel CTeHKU IIOTKHU (Ta0nuilsl 42-44).

Tabnuna 42 — CoBMeCTHOE paciipe/iesieHre BbIACICHUS] MUKPOOPTaHU3MOB U3 Tpaxeu 1
MOJIOCTH HOCA (MHTPAOIIEPALMOHHO)

Muxkpoopra- Tpaxes - Tpaxes + HocToBep-

HI3M IMoaocts | HonocTh % Ioaocts | IlonocTh % Hoc“’u
HOCA - Hoca + HOCA - Hoca + pasIutiuu, p

Staphylococcus

aureus (MSSA) 47 1 2,08% 17 0 0% p=0,738

Streptococcus

Spp. 57 4 6,56% 4 0 0% p=0,771

Streptococcus

pneumoniae 61 3 4,69% 1 0 0% p=0,954

Echerichia coli 61 1 1,61% 3 0 0% p=0,954

Klebsiella

pneumoniae 63 0 0% 1 1 50,0% p=0,031

Candida spp. 62 2 3,13% 1 0 0% p=0,969

Ipumeuanus: YXupubm mpudToM BeieneHbl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACHE C UCIIOJIb30BAHUCM
Xu-kBazapar [Iupcona.
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Ta6muna 43 — CoBMecTHOE pacipe/esieHre BbIICTICHIS] MUKPOOPTaHU3MOB U3 Tpaxen
u BUII (uHTpaonepaiinoHHO)

Muxkpoopra- Tpaxest - Tpaxes + HocToBep-

HHU3M HOCTH
BYII - | BYII + % BYII - | BYUII + % pa3aIu4mii, p

Staphylococcus

aureus (MSSA) 19 29 60,42% 3 14 82,35% p=0,087

Pseudomonas

aeruginosa 49 15 23,44% 1 0 0% p=0,769

Enterobacter

cloacae 61 3 4,69% 1 0 0% p=0,954

Streptococcus

Spp. 59 2 3,28% 4 0% p=0,880

Echerichia coli 62 0 0% 66,67% p=0,001

Ipumeuanus: YXupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JaHHBIX ITPOBOAMIIACH C UCIIOJIb30BAHUCM
Xu-kBazapar [Iupcona.

Tabnuna 44 — CoBMeCTHOE pacrpesielieHue BbIJEICHUS] MUKPOOPTaHU3MOB U3 Tpaxeu
U HUOKHUX JIBIXaTEeNbHBIX MyTel (IIpe1onepaoHHo)

Muxpoop- Tpaxes - Tpaxes + HocToBep-
TaHH3M Moxpora | Mokpora % Moxpora | Mokpora % HOCTE

- T . + pa3aunyuii, p
Staphylococcu
s aureus
(MSSA) 12 34 73,91% 1 14 93,33% p=0,104
Pseudomonas
aeruginosa 53 7 11,67% 1 0% p=0,885
Echerichia coli 57 1 1,72% 1 66,67% p=0,005
Klebsiella
pneumoniae 57 2 3,39% 1 1 50,0% p=0,097
Aspergillus
flavus 59 1 1,67% 1 0 0,00% p=0,984

Ipumeuanus: YXupubm mpudToM BeieneHsl nokazarenu p<0,05
Craructuueckas 00paboTKa JUIsl aHAJIM3a HOMUHAJIBHBIX TAHHBIX TPOBOAMIIACH C HCIIOJIb30BaHHEM
Xu-kBazapar [Iupcona.

[Ipu kpocc-Talynaiuu BbISBIEHBI 3 JOCTOBEPHBIX PA3IUUUsl, OJHAKO C MOPABKOM
Ha MHOXXECTBEHHOCTh CPABHEHUN CTAaTUCTUYECKONM 3HAYMMOCTBIO SBIISIETCS JIMIIb
OJTHOMOMEHTHOE OOHapyXCHUE KUIIEYHOW MAJOYKHA B TPAXEE U HMIKHUX JIBIXaTeIbHBIX
nyTsax (p=0,005). MoxHO NpeAnoJoKuTh, YTO C y4€TOM MHUKpPOOpPraHu3Ma, pedb B

JaHHOM CJIydac MOXCT UITH HC O HHUCXOIAIICM PCCIIUPATOPHOM I/IH(i)I/IHI/IPOBaHI/II/I, ao



195

MUKpoacnupaiuu Ha (oHe pediokca KeTyI04HO-KUILIEYHOTO CoAepKUMoro. OmnHaKko

JaHHasA TuIoTe3a HaMK HE ITPOBCPAIIACE.

3akioueHue

B xozne manHOUW 4yacT WcclieZoBaHUS Oblla MOATBEPKIEHA POJIh CHHOHA3AILHOM
00J1aCTH KaK JIOKyCa C BBICOKOW CTENEHBIO KOHTAMUHAIIMU MATOTeHHON OaKTepuaibHON
dnopoit u ee peszepByapa. IlonydeHHbIe pe3yabTaThl MO3BOJIWIM CAENATh CICTYIOLINE
BBIBOJIBI.

Oko0HOCOBBIEC TTa3yXu Py MB SIBISAIOTCS YCIOBHO OTTPAaHUYEHHBIM OT MOJOCTH
HOCA W JIpyrux Oosiee TUCTAJIBHBIX OTACJIOB PECIHMPATOPHOTO TpaKTa pPe3epByapoM
MUKpPO(IOPHI, 3a4acTyl0 BBICOKOIIATOTEHHOW, W TIPH ONPENEIECHHBIX YCIOBHUSIX
CTAHOBSITCS UICTOYHUKOM HHUCXOJISIIET0 MHMOUITMPOBAHUS WIH «ayTOPEUH(PUIIMPOBAHUS
OponxosieroyHoi cucteMbl. OO0 5TOM TOBOPUT CTATUCTUYECKH 3HAUYMMas CBS3b
WHTPAOIEPAIMOHHOTO  BbIAeNeHuss  Pseudomonas  aeruginosa  (p=0,001) wu
Sternotrophomonas maltophilia (p=0,014) c uctopueii oOHapyXeHUsI dTUX OaKTepUil B
MOKpPOTE/3aJHEN CTEHKE TJIOTKHU KOTAA-IM00, MPU TOM, YTO y OOJILIIMHCTBA MAllUEHTOB
KOHCTaTUPOBaHA MX dpaJuKalvs K MOMEHTY omeparuu. Takum oOpa3omM, opUeHTaIUs
UCKIIIOYUTENHHO Ha (UIOpY, MOJIYYEHHYIO YCIOBHO M3 HW)KHHUX JbIXaTENbHBIX IyTeH
(MHOyIMpOBaHHAsT MOKpPOTa WJIH «IIyOOKWil» opodapuHTeanbHBI Ma30K), B
3HAUUTEJILHOW MeEpe CY)KUBAET MPEACTaBICHUE Bpadya O peajbHOM OHOIIEHO3€ BCEW
pecnupaTopHoit cucteMbl. JloCTUX)EHKE 3paiuKalliy TOTO UM MHOTO MUKPOOPTraHU3Ma,
KOHCTaTUPOBAaHHOE MO  pe3yjbraraM  OaKTepUOJOTUYECKOTO  HCCIIEIOBAHUS
WHYIIUPOBAHHONM MOKPOTHI MJIM Ma3Ka C 3aJIHEM CTEHKH IJIOTKH, HE MOXKET CUMUTAThCS
TOKJIECTBEHHBIM YCTPAHEHHUIO €r0 U3 JPYTUX JIOKYcoB, B yacTHocTu 13 OHIIL. BeposiTHo,
ATO MOKET OBITh OCHOBOM JUIsi TEpecMOTpa IyTed HWHraJslHOHHOTO BBEJCHUS
aHTUOAKTEPHAIBHBIX MIPENApaTOB, UCIIOJIB3YEMbIX B 3PAIUKAIIMOHHBIX CXeMaX JICUCHUS,
Korma HeOynau3anusi JIeKapCTBEHHOTO BEIIECTBa depe3 MYHJAIITYK HeOymnaiizepa
«BBIKJTIOYAET» U3 30HBI TPUMEHEHHUS BBIIIEIICIKAIIUE OT/IEIbI IbIXaTeIbHON CUCTEMBI, IT1€

B OHII nponomkaet nepcucTUpOBaTh IiesieBas OakTepuaibHast UHPEKIIHS.
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Bce aT0 gemaer ouyeBUIHBIM HEOOXOAMMOCTH MOHUTOPHUHIA MHUKPOQIIOPHI HE
TOJIBKO MHJIYIIUPOBAHHONW MOKPOTHI W/WIM 3aHel cTeHKU IoTku, HO 1 OHII, a Taxxke
MOXXET  ONpEeAeNsITh  pAl  «UHPEKIMOHHO-MUKPOOMOIOTHYECKUX»  MOKa3aHUN
PUHOXUPYPIHUECKOTO JiedeHus MU ero uened. K HUM OTHOCSATCS MNOTpeOHOCTh B
xupypruueckoil canauuu OHII B ciyyae peuuauBUpOBaHUS KIMHHUYECKH 3HAYMMOWU
rpaMoOTpUIATeIbHON WHGEKIMU (Yaime BCEero CHHETHOMHOW) TOCEe JOCTHKEHUS
«3paJyKalMu» TO JAaHHBIM MCCJIENOBAHUS MOKpPOTHl WA HEBO3MOXKHOCTh €€
JNOCTHKEHHs, HECMOTpS Ha IpoBoauMoe JjedeHue. Kpome TOoro, paaukaibHbIE
sHJ0CKONMYeckue BMmemarenabrcBa Ha BUII ¢ dopmupoBaHueM MeraaHTpOCTOMBI
IPOBOJATCA B TOM YHCIIE JJIS CO3JaHHUS MyTH MOHUTOPHUHIAa MHKPOOHOJIOTHYECKOTO
craryca OHII, B 4acCTHOCTH NpeNIOKEHBIM METOJIOM, ISl TIOBBIIIEHUS JOCTOBEPHOCTH
MCCJIeIOBAaHMUS 32 CUET UCKIIIOYEHHS] KOHTAMUHAIMKU TyTeBoi Mukpoduopoit (I[lateHT Ha
uzooperenre PO No RU2794083 ot 11 ampens 2023 r. «Crioco0 mosryueHus Marepuania
U3 BEPXHEUEIIOCTHON Ma3yXH JJI1 MUKPOOHOJIOTMYECKOTO UCCIIEI0BAHUS Y TTAlIUEHTOB C
MYKOBUCILIMI030M, MIEPEHECIINX dHIO0CKOIINYECKOE XUPYPrUYECKOE JIEUCHHUE MO MMOBOAY
XPOHUYECKOTO pUHOCUHYCUTa) [247; 265].

[Ipu 3TOM XUpyrudeckoe JeuyeHHue, M0 COOCTBEHHOMY OIIBITY, B OOJIBIIUHCTBE
ciaydaeB (60,5%) compsbkeHO CO CMEHOM 0oJiee arpecCUBHBIX TPAMOTPHUIATEIBHBIX
Bo3Oynutenedt (Pseudomonas aeruginosa W 1p.) Ha TPAMIOJIOKHUTEIBHYIO QIOPY
(Staphylococcus aureus (MSSA) unu Streptococcus pneumoniae).

YuuthiBasi oTCyTCTBHE Koppensnuu OakrepuanbHoul duiopsl OHII u HuxHUX
JIbIXaTeJIbHBIX TyTeH, (PaKTUUECKU OTCYTCTBYIOT OPUEHTHUPHI JIJIs1 HA3HAYEHUSI CUCTEMHOU
NEPUONEPAMOHHON  aHTHOUOTUKONPO(PUIAKTUKM U AHTUOMOTUKOTEpANUHU  IPU
puHOXupypruu y aered ¢ MB. BpiHyXJI€HHOM MEpPON NO-NPEKHEMY OCTAETCA
Ha3HAUYCHHE MTPOTUBOMUKPOOHBIX IMPENapaToB, aKTUBHBIX B OTHOIIEHUH OaKTEpHaTbHbIX
areHTOB, BBIJCJICHHBIX M3 OpOHXMAJIBHOIO JEpeBa, OAHAKO HEOOXOAMMO IMOMHHUThH O
BO3MOYKHOCTH KOPPEKLHH TEpanuu TMOCJE MOIYYEHHS PEe3YyNbTaTOB KYyJBTYpPaJIbHOTO
MUKPOOHOJIOTMYECKOT0 UCCIIEAOBaHUS MHTpaorepamoHHoro Mmarepuana u3z OHIL.

PasHoponmHOCT MHUKpPOQIIOpPHI BEPXHUX JBIXaTEIbHBIX IyTEH, Tpaxeun W

OpOHXOJIETOYHOTO cerMeHTa (3a uckiouenuem Echerichia coli, p=0,005) u dacroe
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OTCYTCTBHE POCTa B MOCEBAX acmupara u3 Tpaxeu (JIOKyca, CBS3bIBAIOIIETO BEPXHUE U
HUKHUE JbIXaTelIbHbIE IyTH) TO3BOJIAET BBIJBUHYTh THUIIOTE3Yy, YTO HUCXOJISIIAs
KOHTAMHUHAIUS HE SIBISIETCS MEPMAHEHTHBIM MPOIECCOM, a MPOUCXOAUT OTHOCHUTEIBHO
JUCKPETHO U, BEPOSITHO, compsbkeHa ¢ oboctpenneM XPC u  snu3oandeckum
npenupoBanueM OHII (B yacTHOCTH, MOJIOCTH MCEBIOMYKOIUOLIEIE) MPU MOBBIIICHUH
o0beMa U TaBIICHUS COAEPKUMOTO ma3yx Ha ¢oHe «obocTpenus» XPC.

TakuMm 00pa3oM, TOHUMAaHUE COCTOSTHUSI MUKPOOUOJIOTUYECKOTO CTaTyca BEPXHUX
JIBIXaTeNIbHBIX TyTEH SBISETCS HEOTHEMJIEMOW YacThIO IIEJIOCTHOTO CYXKIEHUS 00
WHPEKIIMOHHOW cocTaBisitolieit TedeHus MB M JIOJDKHO  YYUTBHIBAaThCS — MPH

MJIAHUPOBAHUHU JICUCOHOM TAKTUKU: KaK KOHCEPBATUBHOM, TaK U XUPYPTUUECKOM.



I'JTABA 8. XUPYPI'MUECKOE JIEYEHUE XPOHUYECKOI'O
PUHOCHUHYCHUTA Y JETEHA C MYKOBUCIIJO30M

B Hacrosiiiiee Bpemsi OTCYTCTBYIOT KaK €IWHBIE MOKa3aHUS K XUPYPrUYECKOMY
JICYCHUIO XPOHUYECKOTO PUHOCUHYCHUTA Y JIETEH ¢ MYKOBUCIIUIO30M, TaK U KaKOU-THO0
KOHCEHCYC 10 ero 00bemMy. OTHOCUTENIBHO YCTOSIBIIIMMCSI MHCHHEM B TEUEHUE MO CIIETHUX
JNECATWICTUN CTaJI0 TPU3HAHUE NPEUMYIIECTB SHAOCKOMMYECKOTO JOCTyla B
puHOXUpYpruu npu MB, onHaKO BIJIOTH 10 CETOJHAIIHETO AHS P KIMHUK U XUPYPIrOB
MPOJOIKAIOT MIPAKTUKOBATh «OTKPHITYIO» Xxupypruto no tuny Caldwell-Luc umenno y
MAIMEHTOB C ATUM HACJIEACTBEHHBIM 3a00JICBAaHUEM.

I'maBa mocBsiieHAa TMOYTH  ABAAUATUIETHEMY ONBITY  SHJIOCKOIHUYECKOU
PUHOCUHYCOXUPYpPrUu y aerei ¢ MB, moaxon k KOTOpoul mpeTepIies 3a 3T0 BpeMs psil
M3MECHEHUU.

JlanHast 4dactb pabOThl HOCHT PETPOCIEKTHUBHO-TIPOCIIEKTUBHBIN XapakTep H
BKJtOUaeT 225 onepauuii y 186 gereii ¢ MB B nepuos ¢ 2006 o 2023 ros BKIOYUTEIBHO.
24 BMmemarenbCcTBa OBUIM BBHITIOJIHEHBI Ha 0a3e OTOJAPUHTOJIOTUYECKOTO OTHIETICHUS
«Hayunoro unentpa 3m0poBbst getei» (HpiHe DIAY «HMUL[ 310poBBs  jAerein»
MunzapaBa Poccun) ¢ 2006 mo 2014 rr., 201 omepauusi — B OTIAEICHUU JIETCKOU
otopuHonapudrojiorun PI'bY «HanuoHanbHbIE MEIUIIMHCKUNA MCCIIEIOBATEIbCKUN
ueHtp oropuHonapunromorun» DOMBA Poccum ¢ 2015 mo 2023 rr. 3Haummoe
npeoOiaiaHie dYuciia Omeparii HaJ YUCJIOM IAallMeHTOB CBSI3aHO C  YacThIM
PEIUAMBAPOBAHUEM  TIOJUIMO3HO-THOMHOTO  BOCHAJCHHS W  MOTPEOHOCTHIO B
PEBU3MOHHON XUPYPTHH.

[maBHBIME LIETISIMU ATON YaCTH PaOOThI ObLI TOMCK U pa3padOTKa ONTUMAIEHOTO U
CTaHJIapTU3UPOBAHHOTO XUPYPTUUECKOTO MIPOTOKOJIA, KOTOPBIM CHU3MI Obl MOTPEOHOCTH
B ITOBTOPHBIX ONEPATUBHBIX BMEMIATEILCTBAX Ha MoJIocTH HOca 1 OHII, ero npuknagHoe
u QyHgamMeHTaapHOe 000CHOBAaHME, a TAK)KE KOHKPETU3AIHsa U YHU(DUKAIMS TOKa3aHU!
U EJeH XUPYPrUuUECKOro JICYEHHUS] MYKOBUCHUIIMI03-ACCOIMUPOBAHHOTO XPOHUYECKOTO

PHUHOCUHYCHTA.
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N3HavanbHasi HEYJOBJIETBOPEHHOCTh pPE3YJIbTaTaMH XUPYPTHUECKOTO JICUEHUS,
MpeXe BCEro, B CHJIY YacTOTO M PAHHETO PElUIUBUPOBAHUS XPOHHYECKOTO THOWHO-
MPOAYKTHBHOTO BOCHAJICHUS U Ha3aJIHHOTO MOJINI03a, C yYeTOM COOCTBEHHOTO OIbITa U
B CBETE MOSBIIIONIUXCS 3apYOCKHBIX JIMTEPATYPHBIX JTaHHBIX, MPUBEJIA K MEPECMOTPY
HaMHd O0beMa BMEIIATEIhCTBA U XHPYPTUUCCKOM TEXHHKU. TakuMm 00pa3oM, CTayio
BO3MOXXHBIM Pa3eIUTh BECh HAKOIUICHHBIN OIBIT B COOTBETCTBHH C METOIUKOMN
XUpypruu Ha Jipa stama: ¢ 2006 o mapt 2018 rr. (64 oneparun/43 maeHTa) 1 ¢ anpess
2018 mo nexabpr 2023 rr. (161 omepamms/143 mnamuenta). Bcee omeparuu Obuiu
BBITIOJTHEHBI OJJHUM OCHOBHBIM XUPYPIOM U, C YYETOM JUIUTEIbHOCTH UCCIEAOBAHUS U
YHuCja TAIMEHTOB, B KaKOH-TO MEpe MOXHO TMpeHeOpedh B OICHKE PE3yJabTaToOB T.H.
«KpuBOM oOydaemocT». llarueHThl, KOTOPHIM XHPYPTUYECKOE JICYCHHE OBLIO
npoBeaeHo nocie 01.01.2024, B uccienoBaHue HE BKJIOYAIUCh, TaK KaK OHU ObI HE
JOCTUTIIHA JOJHKHOTO CpOKa KaTaMHECTUYECKOTO HaOIofeHus He MeHee 18 mecsieB K

MOMEHTY MOJIy4eHUS] (PUHATBHBIX JaHHBIX.

8.1. O0mas xapakTepucTHKA JeTed ¢ MyKOBHCIIHI030M, NOABEPTIMXCS
XHPYPrudecKomy JiedeHuo
B xupyprudeckyro yacTb HMCCIEAOBaHUS BOILIA JETH B Bo3pacte oT | roxaa
9 mecsaneB go 17 ner 11 mec. XapakTepuCTHKU MAlMEHTOB B 3aBUCHMOCTH OT 3Tara

WCCIICIOBAHUS MPUBEICHBI B TabuIie 45.

Tabnuma 45 — OO61m1as XxapakTepuCTHUKA ATANIOB MCCIICTOBAHUS U BKIIFOUYSHHBIX
MAIIUEHTOB

XapakrepucTiuka Jran 1 Jran 2 Bcero
Ilepuon, ronpl 2006-2018 2018-2023 2006-2023
Meron Xupypruaeckoro DHJI0CKONTUYECKas DHJI0CKONTUYECKas
BMELIATENIbCTBA MOJINCUHYCOTOMHUS IO | IOJIMCUHYCOTOMUS €
CTaHJAPTHON METOIUKE | MOAU(PUIIMPOBAHHON
Stammberger SHJ0CKOIIMYECKOU
MeauajJIbHOU

MaKCHJIJIDKTOMMEH C
MOJTHBIM yAaJICHUEM
CIN3UCTON 000JIOUKH
BEPXHEUYEITIOCTHOU
Ma3yx 1o
COOCTBEHHOM METOIUKE
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Yucno onepauit 64 161 225
Yucno nanueuTos* 43 143 186
Menuana Bo3pacTta naueHToB, 7,5 [5;10,25] 8 [6;11] 8 [5;11]
JIeT

[IpenmectBytommue 13/30,2% 29/20,3% 42 /22,6%
PUHOXUPYPTHUECKUE (8/18,6% / 5/11,6%) (7/4,9% / 22/15,4%) (15/8,1% /
BMemarenbersa B Apyrux JIITY, 27/14,5%)
a6c¢./% («OTKPBITBIE)» TIO TUITY

Caldwell-Luc, a6¢./% /

SHOCKONHYECKHUe, a0c./%)

['ennepHoe pacnpenencHue 23/20 (53,5% / 46,5%) | 79/64 (55,2% / 44,8%) | 102/84 (54,8% /
(M/x), a6c/% 45,2%)
MakcuManbHOE YHCIIO ONepanuii 4 2 4

y OJTHOTO TMAIMEHTa 32 TIEPUO.T

HaOJIIONECHUS

MuHnManbHBIH 4 12 4
MEXOTIEPAITMOHHBIN TIEPUOJT, MEC.

«Marsie» ocnoxkHeHus, adc/% 5(7,8%) 7 (4,3%) 12 (5,3%)
«bombime» ocioxHeHus, adc/% 0 0 0
MuHUMaNbHbBIA EPUOT 18 18 18
KaramHe3a, MecC.

MakcuManbHBIN TEPUOJT 203 83 203
KaramHe3a, MecC.

*1eTw, omepupoBaHHbIC HA | ATare ucciaenoBaHus U MOTPEeOOBABIINE TTIOBTOPHOTO XUPYPIHUECKOTO
BMEIIATENbCTBA HA 2 ATane, JUisl ONTUMHU3AIUU PAcue€TOB YUUTHIBATUCH OTAEIBHO (n=8).

['pynmibl manyMeHToB, BOUIEANIMX B JBa dTara HCCIEA0BaHMs, ObLUTA COMOCTaBUMBI
0 BO3pacTy M moJly. MeauaHa Bo3pacTa BcexX MalMeHToB coctaBuia 8 [5;11] jet 6e3

CTaTUCTUYECKN 3HAYMMOM pa3HUIIbl MKy dTallaMU UCCIEN0BaHUs (PUCYHOK 38).
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Pucynok 38 — Ananu3 Bo3pacTa ornepupoBaHHBIX MAIMEHTOB B 3aBUCUMOCTH OT 3Tara
uccnenoBanus (Ucnoiab3yeMblid Meto: U—kputepuii ManHa—YUTHHN)

[Ipn anHamm3e mpeAmecTBYIOMMX OIEPATUBHBIX BMEWIATENLCTB B Apyrux JIIY
y4TaHOBJIEHO, 4TOo 42 mnamueHTta (22,6%) mNoaBeprajiuch paHee XUPYPrUYECKOMY
neuenuto. [Ipu atom B mepuog 2006-2018 rr. 18,6% npeniecTByOMuX oneparuii Ob110
BBINIOJIHEHO «OTKPBITBIM Aoctynom» (o tumy Caldwell-Luc), a ¢ 2018 no 2023 rr. —
TOJBKO 4,9%, 4TO OTpaKaeT MOJIOKUTEIbHYIO TEHACHIIMIO IPOrPECCUBHOTO BHEIPEHUS

DHJIOCKONMYECKOW PUHOXUPYPTHUH y neTer ¢ MB B Halen cTpaHe.

8.2. MeToauKM XHPYPru4ecKoOro JieueHus

TexHomornueckoe M MHCTPYMEHTAJbHOE OOECHEUYeHHE BCEX BBIMOJHEHHBIX
OMEpPAaTUBHBIX  BMEIIATENBbCTB  MPEANOJArajio  MCIHOJIb30BaHUE  CTAHJAPTHOIO
o0OpylIOBaHUSI W  UHCTPYMEHTapus, MNpPUMEHSIeMbIX JIs8  (yHKIMOHAJIbHOU
HHAOCKOIMYECKONM PUHOCHUHYCOXUPYPIHM: BHUICOIHIOCKONMYECKAs CTOika, Habop
AHAO0CKONOB ¢ yramu 3penus 0, 30, 45 u 70°, crannapTHbIE MaHyaIbHbIE HHCTPYMEHTHI,
MUKpoAeOpUAep C HacaJkaMu pa3HbIX YIVIOB M3rMba W CTENEHU arpecCUBHOCTH,
HH/I0HA3aJIbHbIE MHCTPYMEHTHI J1JIs1 OUTIOISIPHOM KOAryJIsIiH.

Boinonnsiemass Ha 1 23Tame wucclieoBaHUS METOAMKA  3HAOCKOMUYECKOM

MOJINCUHYCOTOMUH OblIa  «KJIACCHYECKOM» M BKJIIO4ajla, B COOTBCTCTBHUH C
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npenyoxkeHHoil Heinz Stammberger TeXHUKOW, TMOCIEAOBATEIbHYI0 MEIUATBHYIO
CPEIHIOI KOHXOMNEKCUI0, UHPYHIUOYI0TOMUIO, (HOPMUPOBAHUE AHTPOCTOMBI B CPEIHEM
HOCOBOM XOJI€ pa3MepoM OT 8 710 15 MM B 3aBHCUMOCTH OT BO3pacTa peOeHKa, NEPETHIO0
U 33JHIOI0 STMOMJOTOMHIO (B HampaBICHUM «CIEpeAu Hazanay), C(HEeHOTOMHIO
TPAHCOTMOUAAJIBHBIM W/WJM TMapacenTalbHbIM JOCTYIIOM B Cllydae OTCYTCTBHS
ary1a3uy/TUNONJIA3MK  KIMHOBUIHOM Ma3yXu W SHAOCKOMHYECKYI0 (PPOHTOTOMHUIO B
oobeme Draf I-Ila B ciaydae OTCYTCTBHMS arlIa3vuy/TUIOIJIA3UMU JIOOHOW Ma3yXH.
[TomoOHBIN TOXO SBISAETCS OOIIEM3BECTHBIM U HE TpeOyeT MoapoOHOT0 OMMCaHUs.

Ha sTane nepBbIX HECKOJIBKHUX JECATKOB BMEIIATENIHCTB CTAJO MOHSTHBIM, YTO
(QUULEHTP» XUPYpPruueckoil akTuBHOCTH Nnpu MB nomkeH HaxomuThecs B obiactu
BEPXHEUENIOCTHOM Ta3yxu, a He KIETOK pelIeTyaToro JabupuHTa, KaK MpH
JIBYCTOPOHHEM HJIUOTIATUYECKOM TIOJIUIIO3HOM PUHOCUHYCUTE (OOJNBIIMHCTBE €ro
¢enotunon). O6 3TOM CBHUAETEILCTBOBAJI HAMOONBIINN OOBbEM Ka3e€03HO-THOWHOTO
COJIEPKUMOTO W TIOJIMIO3HON TpaHchopManuu ciu3ucToil odonouku umeHHo B BUII,
ocobeHHo ecnu paccMmarpuBath OHII kak pesepByap nmaToreHHOW ()IOpPhl U UCTOUHUK
HUCXOJIAIIEH KOHTAaMUHAIIUU HUKHUX JIXaTeIIbHBIX MYyTEH.

[TogoOHble HaOMIOACHUSA, a TakKKe TMOSBISIOMIMECS B MHPOBOW JIMTEpAType
nyonuKanmuu 00 YBEIMYCHHH PAJAUKATBHOCTH XHPYypTrUYecKoro JjedeHus MB-
acconuupoBanHoro XPC mpuBenu k MoauUKalUM HAMH XUPYPTUUECKONW TEXHUKH.
VYiydiieHrue co BpeMEHEM pa3pelieHHs SHIAOCKOIMMYECKUX BUIEOCHCTEM (MOHHUTOPOB,
KaMmep U TexHojoruu o0padotku curHaia 10 HD u 4K) no3Bonuno o6paruth BHUMaHUE

Ha HaJIMuMe BHYTPUTKAHEBBIX MUKPOabciieccoB (pUCyHOK 39).
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Pucynok 39 — BHyTpuTKaHeBbIe a0CIIECChI B TIOJTUIAX MOJOCTH HOCA
(MHTpaonepamoHHas YH10 CKOTIHS, PUTHAHBINA 9HOO0CKoN () ©, BUICOIHTOCKOMTUYECKAsT
cuctema Olympus, kagecTBo n3o0paxennss HDMI)

OTu HaAOMIONEHUs JIETIM B OCHOBY CEpUU NAaTOMOP(OJIOTUYECKUX H3bICKaHHMA
(pe3yabrarel OyayT IPEACTABIECHbI B COOTBETCTBYIOLIEH INIaBe), KOTOPbIE B KOHEUHOM
UTOr€ MOATBEPANUIIN TUIIOTE3Y O BHYTPUTKAHEBOW/ MHTPA’NUTEINAIBHON JIOKAIU3AUU
KJIMHUYECKH 3HAauMMOM OakTepualbHOM (Quopbl M CcTadd  (PyHAAMEHTAIbHBIM
000CHOBAHHMEM ONMCAHHOI'O HUKE METO/Ia XUPYPrUUECKOTO JICUEHUSI.

Ha 2 stame uccrienoBanusi BceM MalMeHTaM ObLIa BBIMOJIHEHA HH/I0CKOIIUYECKast
onepaiuss Ha mnoioctu Hoca u OHII mo cnemyromiemy cTaHIapTU3UPOBAHHOMY
IPOTOKOJTY.

[Ton sHIOTpaxeabHBIM KOMOMHUPOBAHHBIM HAPKO30M I10/1 KOHTPOJIEM PUTHIHBIX
OHAOCKOMOB AramMeTpoM 4 MM ¢ yriiamu 3peHus 0, 30 u 45° (uHorna 70°) TpaHCHA3aJIbHO
MUKpPOJAEOpUACPOM M  CTAaHJAPTHBIM  MaHyaJbHbIM  HHCTPYMEHTapueM  JUIs
9H0CKONMYECKON PUHOXUPYPTUU MPOU3BOJUTCS yAAJICHUE IMOJUIO3HON TKaHU, 3aTEM
CIIM3UCTON OOOJIOUKH U KOCTHBIX CTPYKTYpP MEIHaJbHOW CTEHKH BEPXHEUYEIIOCTHOM
na3yxXu OT YPOBHs 3aJHEHl €€ CTEHKH C3aaH, OpOUTalIbHON CTEHKU CBEpXY, JIOOHOTO
OTPOCTKa BEpXHEH YeNOCTU (CIE3HBbIX MyTeil 0e3 uX mepecedeHus) crepean, HIKHER
HOCOBOM PAaKOBMHBI C YACTHUHBIM YJIaJIeHHEM €€ OCTOBa (B CPEIHUX OT/AENaxX 10 YPOBHS
JHA TIOJIOCTM HOCA) U COXPAHEHUEM NEPEJHEr0 KOHILA CHU3Yy — TakuM o00pa3om

dbopmupyetcs METAaHTPOCTOMA; OPUTHHAJIBHBIM 3TaroM BMENIATEIbCTBA
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(cocTaBnsitoIMM  OCOOEHHOCTH  MPEJIOKEHHOM METOJMKH) SBIAETCS  yJAaJeHUE
CIIM3UCTON BBICTUIIKM BEPXHEUETIOCTHOM Ma3yXh EAUHBIM OJIOKOM («MEIIKOM») C
HAa4aJioM €€ OTCEMAPOBKM TYIbIM M30THYTHIM METAUIMYECKUM aCIUPAIMOHHBIM
karetepom no tuny von EICKEN Ha ypoBHE TpaHullbl 3aJHEH, MEIUATbHOW U
OpOUTaTBHOM CTEHOK C OTJACJICHHEM €€ OT HAJKOCTHHUIIBI IOCIEI0BaTEIhbHO B
JaTepasbHOM (C TIIATEIBHON OTCENapOBKOM B 0OJACTH CKYJIOBOM OyXThI, SIBJISIOLLEHCS
MECTOM HamOojee WHTUMHOIO KpEIUJICHUS K HAJKOCTHHUIIEC), MEPEAHEM U HUKHEM
HanpaBJICHUsIX (C BBUIYIIUBAHWEM W3 AaNbBEONSIPHON OyXThI); B 3aBEpIICHUU
BBINIOJIHSJIACH AJIEKTPOKOATYIISALMS CIM3UCTON 00O0JIOUKH N0 MEepUMETpy 00pa30BaHHOMN
METaaHTPOCTOMBI [266]. Cxema MmoclieoBaTeIbHOCTH U ATANOB OTCEMAPOBKU CIU3UCTOM
000J104YKH TTPOAEMOHCTpUpPOBaHa Ha pucyHke 40.

@ -@ - 3Tanbl OTCAOMKU CAM3UCTOM 0BOAOUYKM

=

\ b MeraaHTpocToma
-

Pucynok 40 — Cxema 3TarnoB oTcenapoBKu ciu3uctoit o6onouxku BUII npu
MOIU(DHUITMPOBAHHOM PH]I0 CKOTUYECKOW METUATLHON MAKCHILIIKTOMUH TPEI0KCHHBIM
METOJIOM (Ha IMpUMEpPE MPaBOM BEPXHEUETIOCTHOMN na3yxu) [266]
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Pucynox 41 — MaTpaonepanuonHas 3H10CKONUYECKas KApTUHA ITAlOB OTCENAaPOBKU
ciausucToi o6onouky BUII u hopMupoBaHuss MeraaHTpOCTOMBI (JIeBasi TOJIOBUHA HOCA):
(a) mecTo Hauajga OTCENapOBKU CIM3UCTON 00OJIOYKM HA YPOBHE I'PAaHUIIbI 3a/IHEH,
MeUaThbHOU U OPOUTAIIEHOM CTEHOK (YKa3aHO roiy0o# CTpeinkoil); (6) OumossipHas
KOATyJISIIHSI KpaeB aHTPOCTOMBI; (B) 00N BUJI MOJNIOCTH (3a1HE-MEIUAIbHBIE OT/IEIbI
BUII); (r) o6muit Bua copMupoBaHHONW MEraanTpocToMbl (*3anussa crenka BUIL; **
COXpaHEHHbIN MepeTHUI KOHEell HU>)KHEN HOCOBOI PaKOBUHBI).
Buzyanuzayus pueuonvim snoockonom 30 °

B  naubompluedt  cTemeHW  OpenyioKeHHas  MeToAuka Onu3ka K T.H.
«KOHCEpBAaTUBHOW» MeauanbHOoN Makcwumkromun (MME) 1 tunma mo Georgalas u

Tsounis  [267] wiu  MOAU(UIIMPOBAHHON  SHIOCKOIMYECKOW  MEIMAIbHON

MakcwupkroMun (MEMM) Ila tuna mo Thulasidas u Vaidyanathan [268], ogHako
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IPUHIUINAIBHBIM OTIMYUEM SIBUJIOCH KOHTPOJIMPYEMOE YyHAJICHUE BCEU CIM3HCTON
000JI0YKH BEPXHEUEIIOCTHOM Ma3yXH €ANHBIM OJIOKOM.

YuuThIBass HEBO3MOXKXHOCTD IOJIHOTO BU3yaJIbHOTO KOHTPOJA nepennen creHku BUII u
o0nacTu  anbBEOJSIPHOM OyXThl HpH HPEIJIOKEHHOM XUPYyprUuecKOil TEXHHKE
(coXpaHEHHMH CJIE3HBIX IIyTE€H), AaXe C MOMOLIBIO PUTHMIHBIX 3HJOCKONOB C YIIIOM
3perust 70°, ¢ LETbI0 TOATBEPXKICHUS yhajdeHUs Bcel ciuzuctoit obomouku BYII
UHTPAONEPALIMOHHO HaMH OBLI HCIOJIb30BaH BUACO(DUOPOCKOIN, KOTOPBIA IO3BOJISII
ocMoTpeTh Bce oTaensl BUII (pucyHok 42). BMmemarenbCcTBO 3aBEpIIAIOCH IIOTHOM

TaMIIOHAI0W BEPXHEYEIFOCTHOM Ma3yXu U TAMIIOHAIOW IOJIOCTH HOCA €AUHON Ma3eBOU

TYPYHAOM.

Pucynok 42 — aTpaonepalimoHHbIN KOHTPOJIb yAAJICHUS BCEH CIIM3UCTON 000JIOUKHU
nesoi BUIT Buneodubpockonom: Bu3yann3aius HaJIKOCTHUIIBI B 00J1acTH
aJIbBEOJISIpHOM OYyXTHI (TONTyOast cTpenka), nepeaneit crenku BUII (kenTas cTpenka)

BwmernaTenbCTBO BOCIIPOU3BOIUMO U Y ICTEH paHHEro Bo3pacTa (pUCYHOK 43).
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Pucynok 43 — MHTpaonepaimoHHas 3H10CKONMYECKast KapTuHa (andockon 30 °, mpaBast
MOJIOBUHA HOCA; JKeJITasi CTpeJiKa — pe3eMpoBaHa Besi MmeauanbHas ctenka BUIT) mpu
BBITIOJTHEHUH MOJIU(UIIMPOBAHHOM SHI0CKOMMYECKON MeTnalbHON MaKCHUILIIK-TOMUH C
yaaneHnuem cimusucton ooonouku BUII (a) u cooTBeTCTBYIOMIAs Mpea0OTIepaliMOHHAS
KT-kapruna (koponapnas npoekiusi) (6) pedenka 2 net 11 mecsiie ¢ MB

B otHomenun naHHOro crocoba XUpypruveckoro yiedeHus: monydeH [lareHT Ha
uzoopereane PO Ne RU2808665 ot 30 nHosOpst 2023 1. «Criocod XUPyprHuecKOro
JICUEHUS ~ XPOHHUYECKOTO PHUHOCHHYCUTAa Y TALUMEHTOB C  MYKOBUCLHI030M»
(ITpunoxxenue 4) [266].

TexHuueckuii pe3ynbrar npeiaraéMoro crnocoda 3aKiovaeTcs B yIaJleHUH BCen
CIM3UCTON OOO0JIOUKM C OOHa)KEHWEM HAJKOCTHHUIBI BEPXHEUENIOCTHOW MAa3yXH, 4YTO
CIOCOOCTBYET MOCIIEAYIOLIEMY PENapaTiBHOMY OCTEOTEHE3Y, a TaKkKe SMUTETUN3ALUU
OoJiee TIOTHOM CIM3UCTOM OOOJIOUKOW C MEHBIIUM TOTCHIIMAJIOM CEKpelUu U, B
KOHEYHOM UTOT€, CHIP)KEHUIO BBIPAKEHHOCTH XPOHUUYECKOTO PUHOCUHYCHUTA [266].

Bce  BmemarenbcTBa  MPOBOAMIMCHL  MOJ  OOmed  KOMOMHHPOBAHHOM
SHI0TpaxealbHON aHecTe3uel. AHECTE3MOJOTUYECKUX OCI0KHEHUN 3a(pUKCUPOBAHO HE
Ob10. OCOOCHHOCTBHIO TIPOBEJICHUS HapKo3a Yy JaHHOM Kareropuu JeTedl Oblia
OTHOCHUTEJILHO Oo0Jiee YacTass HeOOXOJUMOCTh B CaHAIIMHM TPaxeoOpPOHXHUATLHOTO JiepeBa
yepe3 HMHTYOAIMOHHYIO TpPYOKy, 4YTO TpeOoBajio OT XuUpypra MPOTHO3UPOBAHUS
MPOJIOJKUTEIIBHOCTH OTIEPALINH.

B mnocneonepaniMoHHOM mnepuoie Ha o0OMX 3Tanax NalUMeHTaM Ha3HaJyauach
BHYTpPUBEHHAs aHTUOAKTepuajabHas Tepamusi B COOTBETCTBUU C pe3yJbTaraMu

6aKTCpI/IOHOFI/I‘leCKOFO HCCJICA0BaHNA MOKPOTHI MJIM MaTc€pHralia C 33,)1H€I71 CTCHKH ITIOTKH
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(mosmydeHHOTO 3a00pOM «TITYOOKOTro Opo(hapUHrealbHOrO Ma3Ka» B COOTBETCTBUU C
nercTpyromuMu KimmHudeckumMu pekoMeHIalisIMu ) JUIUTeIbHOCTRIO 10-14 nHeit; 3atem
«MaKCUMAJIbHYIO TONTUYECKYIO Tepanuio: AIIMMUHAIIMOHHO-UPPUTAITUOHHBIE
MPOIEAYPhl, UHTPAHA3AJIbHBIC TTTIOKOKOPTHUKOCTEPOUJIBI HEMPEPHIBHO, WHTASAIMNHU C
JOpHa30i anbda uepe3 CUCTEMY C MyJIbCUPYIONICH IMojadell BEIIeCTBa, MECTHBIC
AHTUCENTUKHI/aHTUOMOTUKHA B 3aBUCHMOCTH OT MHUKPOOHMOJOTHYECKOTO cTaryca. Takum
oOpa3oM, Ha OTJAJICHHBIC pE3YJbTaThl JICUCHUS B OOJBIICH CTENEeHH BIIHUsIIA

XUPYPIrudccCKasd TaKTUKa, Y€M MO CICaAyromfas TCparimsi.

8.3. O0Bbem xupypruuyeckoro jgedyenusi. CuMyJIibTaHHbIC PUHOXUPYPrUYECKHE
BMeELIATEIbCTBA

YuuteiBas «UeHTpaIbHYIO» posib BUIIl B 3arpynHeHMH HOCOBOTO JBIXaHUS IPU
MeIMalu3allid €€ HOCOBOM CTEHKHM M KaK HaumOOoJblIero mo o0beMy pesepByapa
NaTOreHHOM (UIOPHI, BO BCEX CIydasX BBIMOIHSIACH IHIOCKOMUYECKAs] TAMOPOTOMHUS
(OT aHTPOCTOMHUHM B CPEAHEM HOCOBOM XOJI€ Ha IEPBOM 3Talle€ HCCIEAOBAHMS 10
MOU(DHUITMPOBAHHON IHIAOCKOMUYECKON MEIMaIbHOW MaKCUJUIIKTOMUU C yAaJICHUEM
Bcel cnm3ucto obonoukn BUIl u koarynsiuueir kpaeB aedekra — Ha BTOPOM).
JanpHelmmii 00beM dHAOCKOMUUYeckoro BmemiarenscTBa Ha OHII ompenensuics kak
HAJIMYMEM TEX WU HHBIX aHATOMHUYECKUX 00pa30BaHMil (C ydeToM XapakTepHoil 11 MB
a- W TUIOIUIA3UM JIOOHBIX M KIWHOBUAHBIX I1a3yX), TaK W BBIPAXKEHHOCTHIO
MPOAYKTUBHOTO BOCHAJICHUs B HUX 1O AaHHbIM KT.

Ha BropoM »sTane wuccienoBaHus, T.€. TMOcH€ BbIPAOOTKM U BHEAPEHUS
CTaHAAPTU3UPOBAHHOU PAAUKAIBHOM XUPYPrUYE€CKOM TeXHUKHU B oTHomeHuu BUII, B
3aBUCUMOCTH OT Turna nopaxenus BUII, onucanHoro B mase 6, 1eTH NPUHIUIHAIBHO
ObLIIM pasneneHsl Ha 2 rpynnbl (2 cyOdenoTuna):

(2A) niceBnomykonmoriesnie ogHou unu odenx BUII (cocrostane BUII, xapakreproe
st MB; B ommune oT MyKollee/muoriesie, aHaTOMUYeCKUe IMyTH JpeHaka CHUHyca
COXpPAHEHBI, OJHAKO OHM HEIOCTAaTOYHBI B CHJIY BBICOKOM BSI3KOCTH CEKpETa, 4YTO
MPUBOJUT K aHAJIOTUYHOM TAaKOBOM MPU MYKOIIese/mrorierne negopmaiuu CTeHOK Ma3yXu,

npexjae Bcero, MeauanbHoi) (cooTHomenne KT-kapTuHbl M HMHTpaonepanOHHON
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SHJIOCKOMMYECKON KapTUH MPEACTaBICHO Ha (pUcCyHOK 44). JlaHHy10 rpyIiny cOCTaBUIA

49 (30,4%) nanueHToB.

Pucynok 44 — KT (kopoHapHas npoekuus) (a) ¥ HHTpaoNepALMOHHAs SH0CKOMYECKast
KapTHHA (JIeBas MOJOBUHA HOCA, 9HOOoCKon () ©, MHIU3HS MEIUAIM3UPOBAHHON CTEHKU
BUII) (6) MB-accommuupoBannoro XPC (cyodenotun — ncesnomykonuoiiesne BUIT).

[Tauuent 7 ner (myrauuu I u II knacca)
(2b) MOMMMO3HO-THOWHBINA TMONMUCUHYCUT (B TIOAABISAIONIEM OOJNBIIMHCTBE —

MaHCUHYCHT), COMPOBOXIAIOIMIMICSA HazalbHBIM Moiuno3oMm II-III cremeneit mo L.V.

Johansson (pucynok 45) B sty noarpymnmy Bouutu 112 (69,6%) oneprupoBaHHBIX Ha 2

aTamne aetei [269].
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Pucynok 45 — KT (kopoHapHasi mpoek1iusi) (a) 1 HHTpa-onepandoHHast
OHAOCKOMMYECKasi KapTUHA (JIeBasi IOJIOBUHA HOCA, 3HOockon () ©) (6) MB-
accoruupoBanHoro XPC (cyOdeHOTHIT — MOTUTIO3HO-THOMHBIN MaHCUHYCHUT). [larueHT
11 ner (myrauuu I kiacca)

CooTBeTCTBEHHO CyO(eHOTUIy O00bEM OIEPaTUBHOIO BMEIIATEIbCTBA Y
MAIMEeHTOB MOArPYNIbl 1A BKIIIOYAT OJHO- WJIA JIBYCTOPOHHIOI MOIUGMDUIIMPOBAHHYIO
SHJOCKOMUYECKYI0 MEAHAIbHYI0O MAaKCHJUIDKTOMHIO IO MPEIOKEHHON METOAUKE B
KOMOMHAIlMM C TepeAHed »TMoujoToMued, B mnoarpynmne 2b — gomosHsuics
IHIOCKOMTMYECKUMH OTepallUsIMH Ha 33 JHUX KJIETKaX PeleTyaroro JaOupuHTA, JJOOHBIX
U KJIMHOBHMJHBIX TMa3yXax MpU MX Hanuuuu. PazHuiia oObema omnepamuii 3aKOHOMEPHO
oTpa3ujach Ha BPEMEHHU OINEPATUBHOTO BMEIIATENbCTBA M HApKO3a, MPOTHO3UPOBAHUE
KOTOPOTO HMMEET y JAHHOTO KOHTHHIE€HTa MaI[MEHTOB 0C000€ 3HAY€HHE B CBSI3H C
OTIMCAaHHBIMHM BBIIIC AHECTE3UOJOTHYECKUMH OCOOCHHOCTAMH M pHUCKaMH. Bpewms
BMEIIATENIbCTBA (PUKCUPOBATIOCH Y BCEX MAIIMEHTOB B MUHYTAaX MO CYETYNKY HAPKOZHOTO
ammapara ¢ MOMEHTa BBEJCHHUS MHOPEIAKCAHTOB Tiepel HMHTyOaruedl 10 MOMeHTa
TaMIIOHA/Ibl OKOJIOHOCOBBIX Ma3yX M MOJIOCTH HOCA.

Pe3ynbrarsl aHamM3a BpeMEHH ONepaliu IpeacTaBiIeHbl B Tabnuile 46.
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Tabmura 46 — JINIMTENLHOCTD ONIEPATUBHOTO BMEIIATEIbCTBA B 3aBUCUMOCTH OT
cyodenoruna XPC y nereii c MB

Bpemsi, MuH JdocToBepHOCTH
Iloka3areinn Ioarpynnsi Me Q:i-Qs n, adc (%) pasanumii, p
CYBQeHoTHIt | 4500 | 40,00-51,00 | 49 (30,4%)
IMoarpymis 2A p<0,001
9
NAIMEHTOB CY@;E“““ 100,00 | 92,00-116,00 | 112 (69,6%)

Ipumeuanus: YXvupubm mpudToM BeieneHsl nokazarenu p<0,05
Craructuueckas 00paboTka ¢ nomouisio U-kputepust MaHHa—YHUTHR).

MenuaHna JIUTENBHOCTA ONEPATUBHOIO BMEIIATENIBCTBA Y AETEH C MYKOMHOLIENE
BUIT cocraBuna 45 [40;51] MHHYT, ¢ HOJUIIO3HO-THOMHBIM MoaUcCUHycuToM — 100
[92;116] munyT (p<0,001).

Takum 00pa3oM, ¢ MPAKTUUECKON TOYKU 3PCHHUSI, PAIIUOHATBLHBIM TPEICTABIISCTCS
JICIeHWEe TallMeHTOB Ha yKa3aHHble CyO(EHOTHIIBI Ha JTane COBMECTHOTO C
aHECTE3UOJOTMYECKON OpUrazoi MpeaonepallioHHOTO IUTAHUPOBAaHUSA C TMO3UIUHN
MIPOTHO3UPOBAHUS NINTEIBHOCTH ONIEPALIMM U HAPKO3a.

Kaxk u nmpu ananuze nydyeBoii cemuotuku nopaxenus OHII npu MB y nereit panee,

HaMH OBLJIO MNPOMU3BCACHO CPAaBHCHUC CpPCAHCTO BO3paCTa ITAIIMCHTOB C JIBYMA

cyopenorunamu XPC, KOTOpBI Takke JOCTOBEPHO OTIUYAJICS (PUCYHOK 46).
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Moarpynna/cybdeHotun 2A  MNoarpynna/cybgeHotun 26

PucyHok 46 — Ananu3 Bo3pacTa OnepupOBaHHBIX MAIMEHTOB B 3aBUCUMOCTHU
ot cyodenorurna XPC Ha BTOpOM 3Tane ucciaeaoBaHus (MCIOIb3yeMbIH METOI:
U—kputepuit ManHa—YUTHH)

Menuana Bo3pacrta nanueHToB ¢ ncesaomykonuoniene BUII cocraBuina 5 [4;8] ner,
C TMOJIUIIO3HO-THOMHBIM noJiucuHycuToM — 9 [7;11] net. JloctoBepHas pazuuna (p<0,001)
MEXJIy BO3pacTaMd B moArpymmax cyodenorunos MB-accomunpoBannoro XPC
MOJITBEPIKIACT PE3yJIbTaThl, MOJTYYEHHBIE Tpu aHanmu3e Peructpa u 06a3bl JaHHBIX
KOMIIBIOTEPHBIX TOMOTPAaMM, YTO CBHUJETEIBLCTBYET O TOM, 4YTO BBIJCICHHBIC
KIMHAYECKHEe CyO(EeHOTUIIBI TMPEACTaBISIOT COO0OM  IMOCHea0BaTeIbHbIE CTaauu
MOpakeHUs CUHOHA3aJbHOTO TpakTa y aeteil ¢ MB. IlomoOHas mocienoBaTeabHOCTh
nopakeHUs — CHavyasia pa3Butue rncesromykonuonene BUII, a 3arem tpanchopmarms B
MOJINMIO3HO-THOWHBIA Tpoliecc ¢ BoBiaeueHweM Japyrux rpynn OHII — eme pas
MOAYEPKUBAET «IeHTpalbHyO» poib BUII nmpu MB-accounmupoBannom XPC wu
JEMOHCTPHUPYET 3HAYMMOE OTIHYUE OT «KJIACCUUYECKOTO» JBYCTOPOHHETO Muddy3HOTO
MOJIMIIO3HOTO PUHOCHUHYCHUTA, TAE€ DIAaBHYK pOJIb WIPAlOT KIETKH PEHIeTYaTOro

JaOupUHTA.
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O0beM XUPYPrHUECKOrO BMEIIATENbCTBA Y MAMEHTOB ABYX MOATPYMI C YYETOM
CUMYJBTaHHBIX OINEpaluid Ha CTPYKTypax PUHOOPOUTANIbHOW OOJacTH OTPaKEH B

tabmure 47.

Ta6muna 47 — CiexTp 3TanoB pUHOXHPYPTHUECKOTO JICUSHHUS B 3aBUCUMOCTH OT
cyodenorna MB-XPC

30Ha IHTOCKONINYECKOI Hoarpynma/ MMoarpynmna/ Bcero
onepanum*/onepanus cy0penoTnn 2A cyopenornn 2b (n=161), adc./%
(nmceBao- (Mo IMMmO3HO-
MYKOIHOLeJIe) THOMHBINA
(n=49), adc./% MOJIUCHHYCHT)
(n=112), a6¢./%

BepxHeuenmocTHas naszyxa 49/100% 112/100% 161/100%
[lepeanue KIETKH peLIeT4aToro 49/100% 112/100% 161/100%
TabupuHTa
3agHKe KIETKH PEeIIeTdyaToro 0 112/100% 112/69,6%
nabupuHTa
Jlo6nas mazyxa (Draf [-1la) 0 38/33,9% 38/23,6%
KnunoBuiHas ma3yxa 0 57/50,9% 57/35,4%
CenromiacTika 1/2% 6/5,4% 7/4,3%
DHIO0CKOIHNYECKast aJ€HOTOMMUS 4/8.,2% 11/9,8% 15/9,3%
JlakproIuCcTOPUHOCTOMHUS 0 4/3,6% 4/2,5%

Ilpumeuarnue: *X01s ObI C OTHON CTOPOHBI

Onpockonuueckas onepauus Ha BUII mo onrcanHo# BbIIE METOAUKE U MEPEIHUX
KJIETKAaX PEeIIeTYaroro JiabupuHTa ObUTa BBIMIOJIHEHA BCeM JNeTsM. Bo Bcex ciydasx
WHTpAolNepallMOHHAsl KapTMHA BKIIOUalla HAJIMYME TYCTOro (MHOTJA IUIOTHOTO
Ka3€03HOr0) THOMHOTO COAECP>KUMOTO U TOJIUIO3HO U3MEHEHHYIO CIIM3UCTYIO 000JIOUKY

(pucynok 47).
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Pucynoxk 47 — XapakTtepHasi MHTpaoIepalmoHHas sHa0cKkonnyeckas kaptuaa BUII
y nmanuenta ¢ MB (sieBast monoBuHa HOca, aHdockon 30 °)

B cBs3u ¢ 3TUM, HECMOTpPS Ha TEHJECHIIMIO K OTKAa3y B MOCJIEAHUE AECATHICTUS OT
JaHHOTO TepMuHa, MB-acconuupoBannbli XPC  Hambosiee TOYHO  MOXKET
XapaKTEPU30BaTbCAd KaK «IOJMIIO3HO-THOWHBINY). Ha BTOpomM »3Tame wuccienoBaHus
(161 omeparusi), kak OBIJIO yKa3aHO BBIIIE, B KAXKJIOM CIIydae CTPEMUIIUCH K yIAJICHHUIO
Bcel cimsuctoi obonouku BUII enunbiM O1okoM. [l koHTposst Becex creHok BUII B
OTHOIICHUHU TIOJIHOTO YNAJICHUsI CIU3UCTOM 000J0YKkM ObLTa HCIOJIh30BaHA THOKas
onTHka. Tem He MeHee, JaHHBINA pe3y/IbTaT TEXHUYECKU ObLT HE BCeraa JOCTHXKUM U UMEJT
mecto npu 129 omepanusx (80,1%). HauOompiime TpyIHOCTH TpH OTCEMAapOBKE
cnu3ucTo  obomouku  OoT HaakocTHuibl BUIl  ormeuwanuch Tpu  MOBTOPHBIX
XUPYPru4eCcKuX BMeEIIATENIbCTBAX, HAu0oJiee BEPOSTHO, B CUJIY IOCIEONEpalluOHHBIX
PYyOITOBBIX U CKIIEPOTUYECKUX U3MEHEHUH.

[Ipu menunane Bo3pacta onepupoBaHHbIX aeted 8 [5;11] neT on konebancs ot 1 1o
17 ner. Ilpu 3TOM B cambIX MJQAIIMX BO3PACTHBIX TpyINax OMUCAHHBIA O0BEM
Xupyprudeckoro BmemarenbcTBa Ha BUII  Obim aOCOMOTHO  BOCHPOM3BOIUM
(pucyHok 43).

Omneparus Ha 10OHOM Mazyxe norpedoBanack 38 (33,9%) nersm u3 noarpynms: 2b
n Obuia BeimonHeHa B oObeMe Draf I mmm Draf Ila ¢ acrimpanmeit copaepXuMoro u

poMbIBaHUEM Ta3yxu. OCOOEHHOCTHIO y BCEX MAlMEHTOB Obljla OTHOCUTENBHO JIerKas
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UJeHTU(GUKALMS HOCOJOOHOTO COYCThb 0€3 «CIIOKHBIX» aHATOMUYECKUX BAapUAHTOB
(bpoHTOITMOUTANIBHBIE KJIETKU M TMPOY.), XapaKTEPHBIX ISl OOMIeHd MpaKTHKU
byHKUMOHANBHOM sHAOCKomMucko xupypruu OHII, a Ttakke [I0OCTaTOYHBIN
W3HAYAJIbHBIA pa3Mep COYCThsS ISl KaTeTEepU3allMu €ro aclupaloOHHOW TpyOKoW von
EICKEN c Hapy>KHBIM THAMETPOM 4 MM, 3a4aCTYI0 3HAYUTEIBHO MPEBBIIIAIOIIUN pa3Mep
KaHioU. Bo Bcex ciyyasx B IOOHOU mazyxe COAepIKaJICA XapaKTePHBIN I'yCTON IKCCY/aT,
aHasmorn4Heli TakoBoMy B BUII (pucynok 48). BepositTHO, MOg00HBIE aHATOMHYECKHE
OCOOCHHOCTHU CBSI3aHBI C PA3BUTHEM Ia3yXU B YCIOBHUSAX MOCTOSHHOTO IPaBUTAIIIOHHO
3aBUCUMOIO JIPEHUPOBAHMSI €€ TYCTOrO COJAEPKMMOTO M CO3[aHUs TaKUM 00pa3oM
COOTBETCTBYIOLIETO «IIyTU». B CHIIy J0CTaTOYHOCTH MPOXOAMMOCTU COYCThs OObEM
naHHoro stana He npessimai Draf [la, T.e. paciupenus ero MmenauaabHee HIEHMKH cpeiHein

HOCOBOM PaKOBMHBI.

Pucynok 48 — lHTpaonepamoHHas YHI0CKOMMYECKass KapTHHA HOCOJIOOHBIX COYCTHH
y aeteit ¢ MB: (a) npeHupoBaHne XapaKTEpHOTO COACPKUMOTO JTIOOHOM ma3zyxu
(;reBast momoBHHA HOCcA, 9HOO0cKon () 9); (06) ecTeCTBEHHOE COYCThe TOOHOM TazyXu
JIOCTATOYHOTO pa3Mepa (IpaBasi MoJOBHUHA HOCca, aHOockon 70 °); (B) paciiupeHue
coycThs T0OHOM ma3yxu no Draf Ila (neBas momoBuHa HOCA, 3HA0CKON 7() )
(*cpenHsist HOCOBasi paKOBHUHA)

DHocKonn4ueckas C(OEHOTOMUSI C OJJHON WU 00EuX CTOPOH (B 3aBUCUMOCTH OT
CTETIEHU PAa3BUTHUS W/UITM BOBJICUEHUS B TTATOJIOTHYCCKUM MPOTIECC KIMHOBUIAHBIX Ma3yX)
oObL1a BhiNosHEHA 57 aetsam (50,9% nanueHToB ¢ cyO()EHOTUIIOM MOJUIIO3HO-THOMHOTO

noyiMcuHycuTa). Mcrnonb30Banuch Kak HapacenTalbHbId, TaK U TPAHCITMOUIAIbHBIN

JOCTYTIBI WJIM UX KOMOMHAITHS.



216

[Tomumo BmemarenscTB Ha OHII npu HanMMuYuMKM COOTBETCTBYIOIIMX KIIMHUKO-
PEHTIeHOJIOTHYECKUX TMOKa3aHWM, OJHOMOMEHTHO BBIMOJHSIIMCH: 3HJIOCKOMMYECKas
aZICHOTOMUSI, CENTOIUIACTUKA C SHJIOCKONMMYCKOW aCCUCTEHIUEH, 3HI0CKONMHYECcKas
nakpuonuctopuaocromus (LP).

[IpyauMass BO BHUMaHUE OMPEICICHHBIC PUCKH WHQOEKIIMOHHBIX/THOWHBIX
OCJIO)KHEHHMI CENTOIIACTUKHU (KAaK YCIOBHO-YMCTOW OINEpAIMM), KOTOPasi BBITOIHSIETCS
OJJHOMOMEHTHO C «TpSI3HOW» CaHUPYIOIIE B OTHOIIEHWHU BBICOKOMATOT€HHOMN
OaxtepuanbHoi ¢uopsl xupyprueir OHII, BMmemarenrcTBa Ha meperopoake Hoca
NPOBOAWINCH JIMIIb MPU KpallHEH CTEeNEeHW BBIPAKEHHOCTH JedopMaliu € UEIbI0
o0ecreueHust XUpyprudecKoro 10cTyma. TakuMm 00pa3omM, CeNToIUIacThKa Oblla cieaHa
7 (4,3%) nauuentaMm. Tem He MeHee, HM OTHOTO THOMHOTO OCIOXKHEHHUs, (POPMHUPOBAHUS
abciiecca u B mocieytonieM neppopanuu neperopoaky Hoca 3apuKCUpoBaHO HE ObLIO.

DHI0CKONMYECKas IIeiiBepHast afleHOToMuUsI ObL1a mpoBesieHa B 15 (9,3%) cinyuasx.
Cronb penkoe BBIMOJHEHUE aJICHOTOMUU TIPU MeraHe Bo3pacta 8 [6;11] met orpaxkaer
0COOEHHOCTB JieTel ¢ MB, 1111 KOTOpBIX HE XapaKTepHbI BHICOKKE CTENIEHU TUIEPTPOdUn
IJIOTOYHON MUHAAMWHBL. Kakux-mnbo TEXHUYECKUX OCOOEHHOCTEH aJeHOTOMHH Y
JTAHHOM KaTeropuu MalydeHTOB OTMEYEHO HE ObLIO.

B oTnenbHOM BHMMaHUM M OINUCAHUU HYXIAIOTCS KIMHUYECKUE CUTYallHH,
NOTpeOOBaBIINE BBHIOJHEHUS ofHOMOMEHTHOM JIIIP, T.k., 1m0 HamMM JaHHBIM, B
MHUPOBOWM  JIUTEparype  OTCYTCTBYIOT  MOAOOHBIe  omnucanus. Kak  Obuio
MPOJICMOHCTPUPOBAHO B mMIaBe 6, ONHOW M3 XaPAKTEPHBIX PEHTIEHOJIOTMYECKUX
ocobenHoctelt KT-kapTunsl y netreit ¢ MB siBiisseTcst A€CTPYKIIUSI JIOXKa CIIE3HOTO MEITKa
Y KOMIIPECCHUSI BEPXHETO CETMEHTa BEPTUKAIBHOM YaCTH CJI€300TBOSIINX MyTEH 3a CUeT
pEMOJICTTMPOBAaHUS MEPEIHNX KIETOK perieTyaToro Jabuprnra. B HameM uccienoBanuu
nonobHas kaptuHa Obuta 3adukcupoBaHa y 10,5% mnamuenTtoB. MHTpaonepaimoHHO
TaKNe HAXOJKU JIETKO MOATBEPKIAI0TCS MPoOOH ¢ HaaBIMBAHUEM Ha CJIC3HBIM MEIIOK
MOCJI€ BBINOJHEHUS NEpeIHed 3TMOUJOTOMUU U BU3yaIM3alUeld MOABUKHOCTH €ro
CTEHKH.

Tem He MeHee, y OONBIMMHCTBA JeTel (M3HAYAIBHO YHUCIIO ATUX MAIMEHTOB HAMH

HE YYUTHIBAJIOCH) C PEHTTEHOJIOTMYECKUMU MPU3HAKAMU KOCTHOM IECTPYKILIMU B 00JIacTh
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CJE3HBIX NyTeH OTCYTCTBOBAJIM KaKHWE-TUOO KIMHUYECKUE TPHU3HAKKW HapyIICHUS
cieszootBenenus. Jlumnb y 4 nereit (3, 4, 6 u 8 1eT) ¢ onHOM U3 cTopoH (3 — ciera, 1 —
CIpaBa) OTMEYEHO CJIe30TeUeHUEe, AaCMMMETPUYHOE CKOIUIEHHWE OOWIIBHOTO THOWHOTO
OTJENsIeMOro B 00JIaCTU MEIUaJIbHOTO ymiia Ia3a mo yTrpam. Bo Bcex ciydasx 3Tu
XKanoObl ObUIM BBISIBICHBI TOJIBKO IMPU AKTUBHOM U II€J€HANPaBICHHOM paccripoce
MAIMEHTOB W/WUJIN UX POJIUTEIICH/OTIEKYHOB, UTO 3aCTaBIISET MPEAMOIOKUTh, YTO JaHHAS
CUMITOMAaTUKa B PSAJE CIy4aeB OCTAETCA HEPACIO3HAHHOW TMpPH CTaHIAPTHOM
OTOPUHOJIAPUHTOJIOTUYECKOM 00cieioBanuu aeteit ¢ MB.

BceM 4 neTsiM 0oTHOMOMEHTHO CO CTaHIapTHBIM 00beMoM onepariuy Ha OHIT Gbuta
BeimosiHeHa JIIP. locTym k cie3HOMY MENIKy BO BCEX CiTydasix ObLI OOJIETYEH 3a CueT
JECTPYKIIMU KOCTHOTO JIO’KA, YTO MO3BOIMIIO OBICTPO €T0 HICHTU(DHUIIMPOBATH U pacceyb
MOCJIE BBEACHUS 30HIa Bowman yepe3 HHKHIOK CIIE3HYH0 TOUYKY U HUKHHUM CIIE3HBIN
kanasnen (pucyHnok 49). Koctasiii 1eext ObuT T0CTAaTOYEH MO pa3Mepy U He TpeboBas
pacmmpenus. Hamoxxenrne TakpuouuCTOPUHOCTOMBI JOCTUTAIIOCH BBIKPAUBAHUEM JIBYX
[1-00pa3HbIX JIOCKYTOB M3 MEIUWAIbHOM CTEHKU CJIE3HOTO MEIIKa, Pa3BOPOTOM H
YVKJIaJbIBAHHEM WX Ha KOCTHBIE Kpas Jedekra ¢ TOCIeayroIell TamMmoHaa0u
Oo(UIIMHATBHBIM PACCACHIBAIOIIMMCS F€MOCTATUYECKUM MaTepUaioM W3 >KEJIAaTUHOBOMU

IICHHEI.
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Pucynok 49 — (a) UntpaonepanrionHast 3HAO0CKOIMYECKas KapTUHA 30HIUPOBAHMS
CJIE3HBIX MyTeH Mpu (HOPMUPOBAHUHU JAKPUOLIMCTOPUHOCTOMBI Y pebeHka ¢ MB 6 et
(mpaBast mosjoBUHA HOCca, 9HOockon 30°); KT-kapTuHa (akcuanbHas IPOSKITHs)

(6) mecTpyKIuu CJIe3HBIX MyTeH crpaBa (yKa3aHO KEJITOM CTPETKoi) 1 (B) KOMIIPECCUU
CJIC3HOTO MEIIIKa U JECTPYKIIMH €r0 KOCTHOTO JIOXkKa CIIpaBa 3a CUeT MOJUIIO3HO-
THOMHOTO MOPaKEHUS NEPEAHUX KIETOK PEIIeTyaToro JabupuHTa (yKkazaHo KeaTou
CTPEJIKOM) y ATOTO K€ MaIueHTa

[Ipu kaTaMHECTHYECKOM HAOJIOECHUN BCEX YEThIPEX MaIlMEeHTOB B CPOKHU OT 19 10

60 Mecs1eB OTMEUEHO CTOMKOE BOCCTAHOBJIEHUE CJIE300TBEICHUS.

8.4. UnTpaonepanuoHHble HAXOAKH U HA0JII0AeHUS

Ham onwit xupypruun OHII y nereit ¢ MB no3Bosui1 BBIIBUTH psii XapaKTEPHBIX
WHTPAOIIEPAIMOHHBIX O0coOeHHOCTEH. [loMrMMO YacToro mopakeHws CIe300TBOASIINX
MyTeH MMena MECTO YacTasi KOCTHAsI ICCTPYKIHS MEIHATbHOW CTEHKH OpOUTHI, KOTOpas
ob1a oTmeueHa nipu 41 (18,2%) oneparuu. Bo Bcex cirydasix Obi1a coXpaHeHa CIM3UCTas
000JI0YKa U TIEpHOPONTa, KOTOPHIC OTTPAHUYMBAIM TKAHH TIA3HHIIBI OT MH(EKIIMOHHO-
BOCIAJIUTEILHOTO MPOIEcca B KJETKax pemrerdaroro jgadbupunra. ledext OymakHOU
TJTACTUHKY BBISBIISIICS MPHU BBITTOJIHEHUH P00l CTaHKEeBUYA MOCIIE I TMOUIOTOMUU U Y
OOJIBITMHCTBA MAIMEHTOB COOTBETCTBOBAI IpeaorepamonHoi KT-kapTurae (MHOTIA TTPH

PETPOCIIEKTUBHOM €€ OlleHKE) (pUcyHOK 50).
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Pucynok 50 — luTpaonepaionHas 3H10CKONUYECKas KapTUHA KOCTHOTO JepexTa
MearaabHOU CTEHKH OpOuTHI y pedeHka 8 net ¢ MB (a, 0) mpu BeITTOTHEHUH TTPOOHI
CrankeBuya (0) (JieBast MoJIOBHHA HOCA, 9HOOCKon () ©) 1 COOTBETCTBYIOIIAS
npenoneparmonHas KT-kapTuna: (B) kopoHapHas mpoeKiusl, (I') akcualbHask TPOCKIIMS

[TonmoOHbIe nedeKThl HUKOTAa HE COMPOBOXKIAINUCH PAa3BUTHEM OPOUTATIBHBIX
CHUHYCOTEHHBIX OCJIOXHEHUH, YTO MO3BOJISIET MPEAINONOXKUTh aCENTUUYECKUN XapaKTep
HEKpO3a KOCTHOM TKaHU, KOTOPBI MPOUCXOAUT OT AaBJICHUS MEIUIEHHO PACIIUPSIFOIINXCS
3a CUeT TYCTOr0 JKCCylara M MOJUIO3HOM TpaHchOpMalUU CIU3UCTOH 000J0YKU
MOJIOCTEH, a HEe (PEPMEHTATUBHOW AKTUBHOCTH IOTEHIIMATIHLHO BBICOKOIATOTEHHOMN
OaxtepuanbHOU ¢uiopsbl, BeiaensseMoit u3 OHIIL.

MakcuMasbHas BRIpaXKEHHOCTh IMO00HOTO sIBJICHHS Oblia 3aUKCHpOBaHA HAMU Y
pebenka 17 mecsnen (macca tena 9 kr) ¢ MB, y koToporo pa3sutue muouesne 3agHux
KJIETOK PEelIeTYaToro JaOMpHHTA MPUBEIO K CyOTOTAJIbHOMY HEKPO3y MeIUabHON

CTEHKHU OpOUTHI C KOMIIPECCHUEH 3pUTENHHOTO HEPBA B €ro KaHase (pUCyHOK 51).
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Pucynok 51 — (a) UuTpaonepanronHas 3HAOCKONIMYECKask KApTUHA CYyOTOTaIIbHOTO
nedexra MenuaibHOM CTEHKH OpOUTHI y pedbenka 17 mecses ¢ MB (BUII —
BEpPXHEUEITFOCTHAS MMa3yxa, kKejTasi CTpeska — Ia3Hoe 1010Ko) (JieBasi OJIOBMHA HOCA,
snoockon 30 9); (0) coorBeTcTBytomas KT-kapTuHa muoriene KJIETOK PemeT4yaToro
nabupuHTa cneBa (Tomybasi cTpenka) (KopoHapHas MPOEKIns); cooTBeTcTBytomas MPT-
KapTuHa jedopManiy 1 KOMIIPECCUH JIEBOTO KaHaja 3puTenbHoro Hepsa (T 1-pexum,
aKcHaJibHas MPOEKINS)

HNHuTpaonepaninoHHO M3 MOJOCTU MHOILENe Oblia BbIAENEHA IMOJIWPE3UCTECHTHAS
Pseudomonas aeruginosa, olHakoO HM 10 XMPYpPrHUECKOTO JIEYEHHUs, HU IOCJIE HETO,
0aKTepuaIbHOrO BOCHAINTEIBHOTO MPOIEcca CO CTOPOHBI OPOUTHI OTMEUYEHO HE ObLIO.

Eme onnum tunuuueiM uig geteit ¢ MB mectoM aecTpykuuu v (popMHpOBaHUS
coyctbss BUII, BO3HUKAWOIIEr0 IIpU MEAUATU3ALMU €€ CTEHKHM U Pa3pylICHUU
KPIOYKOBUIHOTO OTPOCTKA, SABISETCS MPOEKLHUs IepenHed (OHTAHEIUIbI, pa3BepHyTas
knepenu (pucyHok 52). IlomoOHass wHTpaonepaliioHHash Haxojlka MMesia Mecto B 34
(15,1%) cnydasax u ciayxuiaa yIOOHBIM OPHEHTUPOM Ui PE3EKIMH HCTOHYEHHOU

MeauansHoi creHku BUII enqnabiM O10KOM.



221

PucyHok 52 — UHTpaonepanmoHHas dHI0CKOIINYECKasl KapTUHA MOJIUIIOB B IEPEIHUX
oTJeNax MoJIOCTU HOCa (@) U MaTOJIOTUYECKOTO IOMOJHUTEILHOTO COYCThS B
Meauanu3upoBanHoi crenke BUII, BuszyanusupoBanHoro nocie ux ymnanenus (0) (meBas
MOJIOBHHA HOCA, 9HOockon () 9) (*ieperopojaka Hoca); (B) COOTBETCTBYIOIIAS
npenoneparnuonHas KT-kapTuHa (akcuaibHast TPOESKIIHS)

VY onHoro mamueHTta § JeT BO BpeMsl omepanuu ObUl BBISIBICH A€PEKT 3aJHeu
crenku BUIl B mpoekunu KpbpuioHEOHOW SIMKHU. B CBSI3U C BBIpa)KEHHBIM MOJIUIIO3HO-
rHoiHbIM niporieccoM B BUII Busyanuzanus aedexra kakoe-To BpeMs Oblia 3aTpyIHeHa
u s auddepeHanuu yaaasieMbIX TKaHeW yclemHo Obula mpUMeHeHa mpoda ¢
NOTPYKEHUEM OIEPAlMOHHOIO Marepuaia B Boay. llociie Xupyprudeckon caHanuu
nasyxu ObUI BU3YaJIM3UPOBAH Je(EKT 3aJHeld CTEHKH AMAMETPOM OKoJIo 4 MM C
po1adupoOBaHUEM KIIETYATKU U NIEPEIATOUHOM MyIbcaluel BEepXHEUETIOCTHON apTepuu.

[Ipu perpocnexktuBHoM aHanmuze KT Obulo TOATBEPKACHO HAIUYHME YYacTKa

JeKallbLIMHALMY U y3ypauuu 3aaaen crenku BUIT (pucynok 53).
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Pucynok 53 — KT mauuenta ¢ MB 8 5et ¢ kocTHBIM 1eheKTOM 3aiHel CTEHKH JIEBOM
BUYII (o6Beneno kpacHbIM) (aKCHATbHAS POCSKITHS )

XapakTepHON [JIsi HMHTPAOIECPALIMOHHOM SHJAOCKOIIMYECKOM KAapTUHBI TaKXKe
SBJIIETCSI BBIPAXKCHHAS] MEIUAIN3alls U UCTOHYEHUE (IUCTpodusi) CpeaHUX HOCOBBIX
PAKOBHH, KOTOPBIE CMEILAIOTC MAKCUMAJIBHO K IEPETOPOJKE HOCA M IIPUIIEXKAT K HEU 3a
CUeT pacllMpeHHsl KJIEeTOK pemieryaroro Jyabupunrta, BUIl u HazanbHOro mnommumnosa

(pucyHoOK 54).

Pucynox 54 — InTpaonepanuoHHas 3H10CKONUYECKas KapTUHA MEANAIU3aUU U
MCTOHYEHHSI CpeIHEe HOCOBOM pakOBUHBI (TipaBas MOJIOBUHA HOCA, dHO0cKon () 9)
(>kenTast 3Be37109Ka — CpeHsISE HOCOBAsl pakoBHUHA; roimyOas 3Be3nouka — BUIL, TTH —
neperopojika Hoca): (a) Ha 3Tanax 3TMOUIOTOMHH, CPEIHSISI HOCOBas paKOBUHA
OTTECHEHA «IPOLIECCOM» MEAMAIBHO U TUIOTHO MPUJIEKUT K MEPETOPOJIKE HOCA;
(6) naTepanbpHasi TpaKIUs aCUPAIIMOHHON TPYOKOM, CpeTHSISI HOCOBAsi pakKOBHHA
HMCTOHYEHA; (B) HA ATalax TaMIOHA/Ibl, TOJABUKHOCTh aTpOUUHOTO MIepEaHEro KOHIa
CpEIHEN HOCOBOW PaKOBUHBI
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[Tono6HbIe UBMEHEHUSI CPEHUX HOCOBBIX PAKOBMH COBMECTHO C MeIUalu3aluei
crenku BYII mpu popmMupoBaHuM MCEBIOMYKOMHUOIEIE U PACHIUPEHUEM «ITMOMIA»
OTpaXKaroT TaKyl0 BaXKHYIO oOIyr0 Xxapakrepuctuky MB-accomumnpoBannoro XPC, kak
BBIPAKEHHOE PEMOAEINPOBAHUE KOCTHBIX BHYTPUHOCOBBIX CTPYKTYP, YTO MOXKET HECTH
B ce0€ TPYIIHOCTH MHTPAONEPALIMOHHOTO OPUEHTUPOBAHUS 1JISI XUPYPTOB, HE UMEIOIIHNX

ombITa paboTsl ¢ AeTbMu ¢ MB.

8.5. Pe3yabTaThl H HCXOAbI XUPYPTrUYECKOI0 JICYCHHUS

B kxauecTBe KOHEUHOM TOYKHM OIEHKU 3(PPEKTUBHOCTU XUPYPIHUECKOTO JICUECHUS
MB-accouuupoBanHoro XPC B cpaBHMBaEMbIX IpyInax HaMu Obla U30paHa KIMHUKO-
PEHTTeHOJI0rnuecKasi HOTpeOHOCTh B PEBU3MOHHOM XUPYPIHUECKOM JICUEHUHU B TEUEHUE
18  wmecaueB. K coxaneHuto,  BO3MOXHOCTb  OLEHKH  3(P(HEKTUBHOCTH
PUHOCHHYCOXMPYPIHH 1O Oojiee OObEKTUBHBIM MOKa3zarensiM, NpuHAThIM 111 XPC B
oOmieil momyyisiiuK, TaKUM Kak JWHAMUKa KadecTBa JKM3HU MO BaJIWIUPOBAHHBIM
onpocHukaMm (SN-5, SNOT-22 u np.) u cpaBHenusa KT-usmenenuit B O6ainax (mkaia
Lund-Mackay wu nap.), mo mgaHHBIM MHOTHX UCCIEIOBaTeliel, OCTaeTcs KpaiiHe
IPOTHUBOPEYMBOM UMEHHO B rpynie nauueHToB ¢ MB [80; 105; 107; 270].

Ha mnepBom »srane wuccinenoanus (2006-2018 rr) 13 (30,2%) wu3z 43
ONEPUPOBAHHBIX MAIlMEHTOB NOTPEOOBAIM TOBTOPHOIO/TIOBTOPHBIX XUPYPTUUYECKUX
BMEILIATENIbCTB B TeueHue 18 mecsues u enie 3 pedeHka — B 0oJjiee OTIaJIE€HHBIE CPOKU
KaTaMHECTHUYECKOTO  HaOnroneHusi. MMHHMMAaNbHBIM — MEXKOIEPAIlMOHHBIM  MEepUoA
cocTaBui 4 Mecsla, a MAaKCUMaJlbHOE YKCIIO BMELIATENIbCTB 33 CPOK HaOmoneHus — 4.
[TokazaHusiMM K PEBU3MOHHBIM OIEpalusM ObUT BBIPAKEHHBIN pELUIUB HA3AJIBHOTO
nonumnosa (II-III cremenn mo Johanson) co 3HAYUTENBHBIM 3aTPYTHEHHEM HOCOBOTO
JbIXaHUsl, HEKyIIUPYEMBIHA C MOMOIIBIO KOHCEPBATUBHOM TE€palMy aKTUBHBIM THOMHBIN
npouecc B nojoctu Hoca u OHII ¢ conmyTcTByromuMHu 4acTbIMU OpPOHXO-JIETOYHBIMU
O00OCTpPEHHUSMH, a TAaKXKe pa3BUTHE MPOIECCa HA paHEe UHTAKTHOW KOHTpasaTepalbHOU
CTOpOHE.

Ha Bropom stame (2018-2023 rr.) mocie BbIpaOOTKH CTaHAAPTU3UPOBAHHOTO

XUPYPrUUYECKOTO MPOTOKONA W YBENMYEHUS PANAMKAJIBHOCTH BMemarenbcTBa Ha BUII
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OTMEUEHO TPEXKPAaTHOE CHUXEHUE ToKazareiass MOTpeOHOCTH B  MOBTOPHBIX
BMelaTenbcTBax B TedeHue 18 mecsueB no 10,4% (15 uz 143 mpooneprupoBaHHBIX
nereit). Eme 3 mammenta morpeboBanmu peomnepariii B cpoku 6onee 18 mecsies. [Ipu
HTOM BCE€ PEBU3MOHHBIE BMEIIATENLCTBA ObUIM MTPOBENICHBI B CPOKU HE MeHee 12 MecsiieB
C MOMEHTA IEPBUYHOM OIllepalii, a MAKCUMAJIbHOE YHCIIO Ollepaluii COCTaBUIIO 2.

Takum oOpa3om, cpaBHEHUE TOTPEOHOCTH B PEBU3MOHHOM XUPYPIUH Y MMAlIUEHTOB,
IIPOOTIEPUPOBAHHBIX HA JBYX ATallaX UCCIEAOBAHUS IMOKA3aJId JOCTOBEPHOCTD PA3IMUHMA
(»<0,001), Tam caMbIM MIPOAEMOHCTPUPOBAB OOJBIIYIO 3D (HEKTUBHOCTD MPEAJIOKEHHON
METOJMKHU Xupypruueckoro jgedenuss MB-accouunpoBannoro XPC.

[Tpu quHamMuyeckoM HaOMIOAEHUH MAIIUEHTOB B OTAAJIEHHOM MOCIICOTIEPAluOHHOM
nepuone, B T.4. ¢ nomompio KT OHII, oOparuna Ha cebs BHUMaHHME NPOTPECCHs
pernaparuBHOTO OCTEOreHe3a BIUIOTh 10 MOJMHOW KocTHOM obmutepaunu BUII (pucyHok
55). Oto ABneHue OBUIO OTMEYEHO Y YacTU MAIlMEHTOB, HO TOJBKO Cpeau TeX JeTei,
KOTOPBIM JJOCTOBEPHO YIAIOCh MOJHOCTBIO YIAIUTh BCIO CIU3UCTYI0 000s0uky BUII mo
MpEeNIOKEHHON MeTonuKe. BeposiTHO, MOMOOHBIN THIT pernapaiud MOXKHO CBS3aTh C
BBIPOKEHHON MEPUOCTAIIBHON peakiueil Ha (JOHe XPOHMUYECKOTO BOCIAJICHUS, a TaKKe
onepaoHHOM TpaBmoi HaakocTHULIBI BUIIL. CpenHsisi peHTreHonornyeckas mioTHOCTh

NoIOOHBIX 04aroB occudukanuu koneonercs B mpeaenax 600-700 HU.
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Pucynox 55 — KT-kapTrHa mocneonepanmoHHON KOCTHON obmuTeparnmu jeBor BUIT
y naruenTa ¢ MB 8 net: (a) npenonepanuonHas KT-kapTuHa (akcraibHasi IPOEKIINS);
(0) nocneonepanonnas KT-kapruna (akcuanbHas nmpoekuust; npasas BUIT
a’pHUpPOBaHA, METAAHTPOCTOMA COCTOSITENIbHA, AaHAJIOTUYHBIE SIBIICHHSI HEOOCTEOTEHE3a
B 3aaHel crenke BUIT)

N3 143 mpoonepupoBansbix B 2018-2023 rT. mauMeHTOB KapTHUHA OJHO- WU
JIByXCTOPOHHEH KOCTHOM (KOoCTHO-(prOpo3Hoit) obmureparuu BYII ormeuena y 38
(26,6%) nereii. Hamu Obuta mnpeanpuHsTa TONBITKA aHAIW3a U BBISBICHUS
IPOrHOCTUYECKUX (DAKTOPOB B OTHOIIECHUH MTOI00HOT0 NCXO1a XUPYPrHUECKOTO JIEUCHUS
(reHeTUYECKHI BapuaHT OOJIE3HU, MUKPOOMOJIOTHUECKU# cTaryc, ucxoaHas KT-kapTtuna
U Jp.), OJHAKO HU OJMH U3 HUX HE MPUONIMKAJICSA K TOCTOBEPHON 3HAYUMOCTH. Takum
o0pa3oM, €IMHCTBEHHBIM YCIIOBUEM pa3BUTHUS BBIPAKEHHOTO HEOOCTEOreHe3a ObLI
YCTaHOBJICHHBIN (haKT yaaneHus: Bcer causucroil obonouku BUII, onHako paneko He y
BCEX TALMEHTOB, Yy KOTOPBIX JAHHOE YCJIOBHE ObLJIO COOMIONEHO, HacTymaia
obnuTeparys.

NHTepecHbIM HaAOMIOAEHUEM C TOYKM 3pPEHUS BO3MOXHOW WMHIUBHUAYaTbHOU
IPEIPACTIONIOKEHHOCTH K TaKOM OCTEOreHETHUYECKON peakluu ObLIO MOCIeI0BaTebHOE
pa3BUTHE KOCTHO-(DUOPO3HON OONHMTEepaliuid y OJHOTO U TOTO e peOeHKa Tocie
sHJ0cKonnyeckux omnepanuid Ha BUII nmo npennokeHHONW METOIMKE C MHTEPBAJIOM B
HecKobKo JieT. JleBouke ¢ MB (penkuii renetuueckuii Bapuant: S466/R1070Q/G194R)

B BO3pacTe 6 1er ObIIa BBIIOJHEHA OHIAOCKOIINYCCKAasA IIOJUMCHHYCOTOMHUA C

MOU(DHUITMPOBAHHON HIOCKONTUYECKOM MEIUATbHON MaKCHILIDKTOMHEH U yaajieHHuEM
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Bcell cimsucroit o6onouku BUII equnbim 61okom ciieBa (OHII cripaBa no ganubim KT
Obutn mHTakTHBI). Ilpu kxoHTponsHOMt KT OHII wepes 3 roma mocie ornepanuw,
BBIIIOJIHEHHOM 1O MOBOAY HapacTaHUs KIMHH4YECKON KapTUHbI XPC co CTOpOHBI paBoi
MOJIOBUHBI HOCA, OBUIO BBISBICHO PA3BUTHE XPOHUYECKOTO T€MHCHHYCHUTA C IMPaBOM
(HeonmepupoBaHHON)  CTOPOHBI U KOCTHO-QuOpo3Has  obmuTepauus  JEBOU
(onepupoBannoii panee) BUIL. B Bo3pacte 9 sieT nauueHTy N0 aHAJIOTUYHON METOIUKE
onu1a ipoBeeHa onepaius Ha OHII cripaBa. Uepes roa mocie BMenaTeIbCTBa CIIpaBa
(Bozpact 10 mner), mo nanHeiM KoHTposnbHOH KT OHII, Oblna koHcTaTHpoBaHa

CUMMETpHUYHAasi KOCTHO-(uOpo3Has odnutepanus ooeux BUII (pucyHok 56).

2020 (6 ner) 2023 (9 net) 2024 (10 ner)

Pucynok 56 — KT-quHnamuka mocieonepanoHHON KOCTHO-(GUOPO3HOH 00UTe-paiuu
BUII y pe6enka ¢ MB (koponaphblie nipoekiun): (a) uaunuansias KT OHII B Bo3pacte
6 net; (0) KT OHII yepes 3 roma nocine onepanuu Ha jieBbix OHIT (Bo3pact 9 ner);
(B) uepes rox nocie onepanuu Ha npaBeix OHIT (Bo3pact 10 net)

CooTHomieHue  mocieonepanmoHHo  sHpockonuueckod W KT-kapTtunbl

IIPOIEMOHCTPUPOBAHBI HA PUCYHKE 57.
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Pucynox 57 — IlocneoneparmonHas kaptuHa nonocty Hoca 1 OHII manuenta ¢ MB
18 net (renetuueckuii quarno3: F508del/F508del) uepes 35 mecsiies nocie
XUpypruueckoro geueHusi, Ha poune repanuu CFTR-mongynaropamu: (a) KT-kaptuna
(xoponapHas npoekius); (0) KT-kapruna (akcuanbHas MpoeKIus; (B, T') 9H0CKOTH-
Yyeckasi KapTuHa (PUTHIHBIN 3HO0CKon 45 °, 1eBas MoJ0BHMHA HOca). BuaHbI Tpu3HaKU
KocTHO-(uOpo3Hoi obnurepannu BUII (ronybas crpernka), aHTpocToMa pacinpocTpa-
HSETCS OT CJIE3HBIX MyTel (KpacHas 3Be3/104Ka) A0 3aaHei crenku BUII; cocTtossHme
MocJie A TMOUJOTOMUH (KeETasi CTPEIKa)

C yueTtoM niposieMoHCTpupoBaHHOM panee posu OHII kak pesepByapa MUKpPOOHOM
(bI0pHI ¥ UCTOYHMKA HUCXOAAIICH KoHTamuHanuu, a BUIl — kak KirodeBoil B pa3BUTHH
MB-acconuupoBannoro XPC u HauOosbiie 1mo o0beMy, HCXOIl XUPYPTHUYECKOTO
JICUCHUS B BUJIE UX OOJUTEpaIIM PECTABISETCS HAM MaKCUMAIbHO OJaronpusiTHHIM C
TOYKA 3pEHUS YCTPAHEHUs CaMoro pesepByapa. JOCTHMXKEHHE Takoro pe3ysbTara
BO3MOYKHO, TI0 HAIllEMYy OIIBITY, TOJBKO IMPHU IMOJHOM YAICHUH CIU3UCTOU OOOIOUYKH
BUYII, 9T0 MOXET CIIy’)KUTh €111¢ OJJHUM 000CHOBAHHUEM IPEMIOKEHHON XUPYPrUIECKON

TAaKTHUKH.
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8.6. Oc/10:)KHEeHNS IHAOCKONMYECKOl PUHOCHHYCOXHPYPIrUM M UX NPOPUIAKTHKA

CornacHO HEKOTOPBIM JIMTEPATYPHBIM MCTOYHUKAM, YHIOCKONIAYECKAs XUPYprus
nonoctu Hoca u OHII y maunentoB ¢ MB comnpsikena ¢ 60JIbIINM YUCIOM OCIIOKHEHHH
110 CPaBHEHUIO C TPyNIoi 60abHBIX ¢ MepBUYHBIM XPC [271]. ABTOPBI 3TO CBS3BIBAIOT C
3aTPYIHEHHEM  HMHTPAONEPAUMOHHOW  OpPHEHTAllMM B CWJIY  BBIPQXEHHOIO
peMoeTMpOBaHusl BHYTPUHOCOBBIX CTPYKTyp y mnamnueHtoB ¢ XPC nHa done MB u
IIOCJICONEPALIMOHHBIMA ~ AHATOMUYECKMMH H3MEHEHUSMH B CIIy4ac BBIIOJIHEHUS
PEBU3UOHHBIX BMEIIATEILCTB.

[Toutn 20-meTHUN OMBIT XUPYPrUYECKOTO JieueHWs: naeted ¢ MB mo3BossieT
TOBOPUTH O JOCTAaTOYHO BBICOKOM IMpoduiie ero 0e30MacHOCTH, COMOCTABHUMBIM C
TAaKOBBIM MpPU 3HAOCKONMYECKOW PUHOXUPYpruu B ueiaoM. M3 225 omeparuBHBIX
BMEIIATENBCTB HU NPU OJHOM HE Pa3BUIIUCh «OOJBIINE)» OCIIOKHEHUS (IIOBPEKICHUE
BHYTpPEHHEH COHHOM apTepHH, 3pUTEIIbHOTO HEPBa, JIUKBOpes/HelpouHdekius). OnHako
Ha HayaJbHBIX 3Tamax Hamed paboTbl oOpamiana Ha ceOs BHUMaHUE IOBBILICHHAS
WHTpaonepanonHas auddys3Has KpOBOTOUUBOCTh, OCOOEHHO Yy TAIMEHTOB C
cyodenotunom mnonuno3Ho-rHoiHoro XPC, HecMoTps Ha TpaguIMOHHOE IS
PUHOXUPYPIMM HCIIONB30BAaHUE B IPEI- U MHTPAOIECPALMOHHOM IIEPHOZC IpErapaTroB
rpynnbl UHTUOUTOPOB (PUOpHHOIM3a (AaMHUHOKAIIPOHOBAas KHUCJIOTA, TpPaHEKCaMoBas
KHCJIOTA), YNpaBIsieMOW TUMOTOHMM Ha XHPYpPrHUECKOM cTaauu oOIIe aHecTe3uu.
N30bITOYHAs KPOBOTOUMBOCTH B U3BECTHOM MeEpe 3aTPYAHSIET BHINOJHEHUE ONEPALIMH 32
CUET 3aTPYAHEHUS ACTAIBHOW BU3yalM3allMd ONEPALMOHHOIO IMOJs, a B 3 CIydasX MbI
ObUIM BBIHYXJCHBI IPEpBaTb XUPYPrU4YE€CKOE BMEIIATENBCTBO IUIOTHOM TaMIIOHAIOU
MOJIOCTH HOCA C HAa3HAYEHUEM MACCHUBHOM TIeéMOCTATUYECKON Tepamuu W MOBTOPHBIM
BMEIIATENIbCTBOM  uepe3 4-8 gHeil. B menoM  MmiIoXxo  KOHTPOJIUPYEMOE
MHTpPAOIEepallMOHHOE KPOBOTEUEHHUE OBLIO 3apETMCTPUPOBAHO HAMU KaK OCJIOXKHEHHUE B
12 (5,3%) cnyqasx: 5 (7,8%) na mepBoM stane uccienoBanus u 7 (4,3%) — Ha BTOpOM.

Eaunnunble nyOnukauud Ha 31y Temy [272; 273] ¥ COOCTBEHHBIH OIBIT
HATOJIKHYJIM Ha TUIOTE3y O HAJUYMKM HEKOTOPOU CTENEeHM KoarylionaThuu (HECMOTps Ha
HOPMaJIbHbIE ~ MHTErpaJIbHbIE  [IOKa3aTead TeMocTa3a B INPEAONEepalMOHHBIX

KoaryyiorpamMmMax) Ha (OHE BEPOATHOTO CYOKJIMHHMYECKOoro naedunura BUTaMUH-K-
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3aBUCUMBIX (aKTOpOB CBepThiBaHUs KpoBU. Hegocrarok Butammna K, kak
KUPOPACTBOPUMOTO BEIIECTBA, Y MAlMEHTOB ¢ MB sBisieTcst ciaencTBUEM HapyllEHUs
BCcachiBaHUsA Ha (OHE UMEIONMICHCS MMaHKPEaTHUYeCKOW HEIOCTaTOYHOCTH. JTO
NPENNONIOKEHHE 3aCTaBUJIO BKIIOYUTH B CXEMYy HPEIONEPallMOHHON TMOArOTOBKHU
BHYTPUMBIILIEYHOE BBeJleHHME MeHaauoHa (Bukacon) B Teuenue 3-4 1Hel u
IMIUPUYECKUE HAOMOACHNUS MOATBEpAWIN ero 3¢(GeKTUBHOCTh. i1 0ObEeKTUBHU3AINH
NPO(HUIAKTUYECKOTO B OTHOIIIEHUH OBBIILIEHHON HHTPOOIEPAIMOHHONW KPOBOTOUMBOCTH
s dexra MeHaANOHA MBI 3aUKCUPOBAIA 00BbEM KPOBOIMOTEPH BO BpeMs 92 omeparuit
(2020-2023), u3 KoTOpbIX B 82 mpemnapar mpeaonepaiimoHHo BBOAWICS, a B 10 ciaydasx —
HET (M0 CyOhEKTUBHBIM MTPUYMHAM: OTKA3 POAUTENICH/ONEKYHOB, BPEMEHHOE OTCYTCTBUE
npenapara u Jp.). YUUTbIBas pa3Hblil BO3pACT M KPAaTHYK) BaApUATUBHOCTH MACChl Tela
NAlMEHTOB, C 1eNbl0 OOBEKTUBHU3ALMU TMPOU3BOAMIICA TMEpepacdyeT KPOBOMOTEPH Ha
KWJIOTpaMM Macchl Tena. MenanaHna MHTpaonepaluoOHHOM KpOBOIOTEpH cocTaBwia 3,17
[2,24;4,60] ma/kr. Ilpm 3TOM y MaIMEHTOB, MOJYYMUBIIMX MEHAIUOH, IOKa3aTeilb
coorBetcTtBOBa) 3,01 [2,13;4,07] Ma/kr, a B OTCYTCTBUU Tepanuu — 7,61 [6,42;9;02]
(»<0,001) (pucyHok 58). Pe3ynbraTsl HamIAHO MPOJEMOHCTPUPOBAHBI HA PUCYHKE 59,
rJ€ BUJIHO, YTO OOBEM KpPOBOTEUEHHUS Yy OOJBIIMHCTBA MAIMEHTOB, KOTOPHIM
npenonepaonHas Tepavs MEHaIMOHOM MPoBeicHa He Oblia (0003HAUYEHBI KPACHBIM ),
HaXOAUTCA 32 Ipe/iesiaMH TPEThero KBapTWiis (Q3) Wi COOTBETCTBYET «CTATUCTUUECKUM

BBEIOpOCaMY.
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Pucynok 58 — Aranu3 o6bemMa HHTpAOTIePAIIMOHHON KPOBOIIOTEPU B 3aBUCHMOCTH OT
(haxTa mapeHTepaJbHOIO BBEACHUS Mpernapara Butamuua K (MmeHaauon)
(ucnonb3yembiii metos: U-kputepuit ManHa—YUTHM)
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Pucynok 59 — Pacnipenenenue o6beMa HHTpAOTepaliiOHHON KPOBOMOTEPH (KpaCHBIMU
«Iy3bIpbKaMm» 0003HAUEHBI CIy4yau, B KOTOPHIX HE BBOJIUJICSI MEHAIUOH)
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Takum 006pazom, CTaTUCTUYECKU OBUTH TTOATBEPIKACHBI HAYAIbHBIC SMITUPUYECKUC
naHHble 00 A((PEKTUBHOCTH MapEeHTEPAIHHOTO BBEICHHS Ipernapara BuTamMuHa K ¢
EJIbI0 CHIKEHUSI HHTPAOIIEPAIIMOHHON KPOBOTOYMBOCTH.

B omHOM crmydae B KauecTBE «MalloTo» OCIOXHEHHS Oblla OTMedYeHa
nepuopOuTanIbHas TemaromMa, He TOTpeOoBaBINas KaKOrO-THOO JOMOTHUTEIHHOTO

JICHCHUA U pa3pCHIUBIIAACA CAMOCTOATCIIBHO B TCUCHHC 8 I[HCﬁ.

3akioueHue

[To naHHBIM MHOTOYHCIEHHBIX MYOIUKAIMM, TOCBAIICHHBIX XUPYPrHYECKOMY
neuenuro XPC y nereid ¢ MB, B HacTos1Iee BpeMs OTCYTCTBYET €AMHCTBO MOAX0AA, KaK
K OIPENIeTICHUIO MTOKa3aHUH U 1eJiell pUHOXUPYPTUH, TaK U €€ 00beMa U TEXHUKH.

AHanmn3 18-neTHero omeiTa XUPyprudeckoro jedeHuss MB-acconnnpoBaHHOTO
XPC no3Bonui cliesiaTh HECKOJIbKO MPUHIUITHATBHBIX 3aKJIFOUEHUN.

Bo-niepBbix, onpeneneHue o6beMa M MPOTHO3 IJIUTEIHHOCTH OTMEPAIUA MOXKET
0a3upoBaThbCs Ha pPa3feeHUH KIMHUKO-PEHTICHOJOTHYECKUX cyodenorunos MB-
acconuupoBanHoro XPC. C opHoil CTOpOHBI, aHalu3 BO3pacTa MAalMEHTOB C JIByMs
cyodenorunamu — ncesaomykonuonene BUIl u nmonunosHo-rHoiHbl XPC, — kak u
IIPUBEACHHBIC paHEE PE3yJbTaThl HAIIMX HUCCIENOBAHUM, CBUAETEIBCTBYIOT O TOM, YTO
OHM TPEJCTABISAIOT COOOW TMOCHIeA0BaTeIbHBIE CTAJAUM OJHOTO IaTOJOTUYECKOTO
npoiiecca, 00yCJIOBICHHOTO OCHOBHBIM reHeTHUeCKUM JiepexTtoM. C Apyroil CTOPOHBI, €
MPAKTUYECKON TOYKHU 3PEHUS, WX BBIJICIICHUE 11e7IecCO00pa3HO Ha dTare COBMECTHOTO C
aHECTE3UOJIOTUUECKON OpUrafou npeaonepanioHHOro MJIaHUPOBAHUS.

Bo-BTOpBIX, MOUCK OMUTUMAIBLHOIO OOBEMa IHAOCKOMUYECKOTO OINEPaTUBHOTO
BMematenbctBa Ha BUIL, kak wHambonee BaKHOW 30HBI mopaxeHuss npu MB-
accoruupoBanHoM XPC, mpuBen Hac K pa3paOOTKe COOCTBEHHOM 3alaTeHTOBAHHOM
METOIMKHA MOIU(DHUITMPOBAHHON SHIOCKOIWYECKOW MEIHATbHON MAaKCHIUIDKTOMHUH C
MOJIHBIM  yhajeHueM  ciau3ucTtor  oOomouku  BUII  «eguHbIM  OJOKOM» ¢
(GUOPOCKONTUYECKUM KOHTPOJIEM OOHaKEHUSI HAJKOCTHHUIIBI BCEX CTEHOK IMa3yXH.

CI/IMy.TIBTaHHO JOJIZKCH OBITH BBIIIOJIHEH BECh HGO6XOI[HMI>II>1 00BeM OHAOCKOIIMYCCKHUX
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BMemarenbcTB Ha Apyrux OHIL, a Taxke mnpu HalmWuuMyM MOKa3aHWM, BO3MOXKHO
MIPOBEAEHUE aICHOTOMHH, CENTOIUIACTUKH.

Jlannass TexHuka omnepanuu Ha BYUII B wacTtu ciaydaeB NPUBOIUT K KOCTHO-
¢bubpo3HOW ee obmuTepaly, 4yTo y mHanueHToB ¢ MB paccmarpuBaeTcss HaMU Kak
ONMaronpUATHBIA KCXOM, 3aKITIOYAIOIIMICS B YCTPAaHEHHWH HAWMOOJBIIETO MO 00BeMy
pesepByapa maroreHHON Mukpodmopel. K coxaneHuio, HaM HE yIaJlOCh BBISBUTH
(bakTophl, MO3BOJISAIONIME MPOTHO3ZUPOBATh HACTYIUICHHE MOAOOHOW oOnuteparnuu. B
JA1000M citydae, MpeaoKeHHasi METO/IMKa 0Ka3ajlach JOCTOBEPHO APPEeKTUBHEE C TOUKU
3peHHUsl MOTPEOHOCTU B MOBTOPHOM XHUPYPIUUECKOM JICUEHUH B TeUeHHe 18 mecsues.

VY HECKOJNBKUX JIeTel ObLIO OTMEUYEHO HapylieHWe (PyHKIIMOHUPOBAHUS CIE3HBIX
nyTe 3a CUeT KOMIPECCHH W JECTPYKIMU WX AePOPMUPOBAHHBIMU TEPEIHUMU
KJIETKAaMU PEIIeT4aToro JIabUpUHTA, YTO 3aCTAaBWJIO OJHOMOMEHTHO BBITIOJHUTH
JTAKPUOITUCTOPUHOCTOMHUIO C TIOJNIOKUTETBHBIM 3(dekrom. Omnucanue Takoro poja
CHUMYJIBTAaHHOM XUpypruu y Aetedt ¢ MB cTano nepBsIM B OT€UECTBEHHON U 3apyOeKHOM
JauTEpaType.

B-Tperbux, XapakTepHbIMA UIMEHHO ISl TAMEHTOB ¢ MB nMHTpaonepanmoHHbIMH
HaxOJKaMH CTaJIM KOCTHBIC Je(PEKThI MeTHAIbHON CTEHKHU OpOUTHI, 3a/1Hel cTreHku BUII,
dbopMupoBaHUE JOMOJIHUTEIBHOTO MATOJIOTHYECKOTO COYCThS B TMPOEKIMH TepeaHen
donTanemel npu  GopmupoBaHun TiceBaomykonuornene BUIl u  pazpymenun
KPIOYKOBUIHOTO OTPOCTKA. [Ipr 3TOM HEKPO3 KOCTH, MO-BUAUMOMY, HOCUT ACENTUYECKUI
XapaKkTep W Pa3BUBACTCS B pe3yJIbTaTe JaBJICHUS, a HE MH(EKIIMOHHO-BOCIAIUTEIHLHOTO
npotuecca/(hepMEeHTaTUBHON JEATEIbHOCTH MHUKPOOpraHu3moB. OO0 3TOM TOBOpPUT
WHTAKTHOCTh TKaHEW OpOUTHI M KPHLJIO-HEOHOM SIMKM TPU YKa3aHHBIX BBIIIE Oyarax
KOCTHOU JE€CTPYKIIUU.

B-deTBepTHIX, HAIl OMBIT CBUJIETEILCTBYET 00 OTHOCUTEIBHO BBICOKOM Mpoduiie
0€30MacHOCTH 3HAO0CKOMHYECKON puHOXupypruu y aereid ¢ MB. Haubonee udacteim
OCJIO)KHEHUEM CTajau MHTApOIEPAlOHHBIE KPOBOTEUECHUS (nuddy3nas
KPOBOTOYMBOCTh). Ilpy 3TOM HaMM MOJIy4YeHbl JAaHHBIE O JOCTOBEPHOM CHUKCHHUH
WHTPAOIIEPAIIMOHHON KPOBOTOYMBOCTH TMPH MPOPHIAKTHUECKOM MapEHTEPATLHOM

BBeJlcHUM mpenapara ButamuHa K (MeHagumoHa) Ha JTame TOATOTOBKU K
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PUHOXUPYPIHUECKOMY BMENIATENbCTRY. DTO MOATBEPKIAET TUIIOTE3Y O CleUPUUECKON
I manueHToB ¢ MB  cyOkiIMHMYECKOM KoaryjaomaTuH, BEPOSTHO, CBS3aHHOW CO
CHIDKEHHOM abcopOuuel >KMpOopacTBOPUMOTO BUTaMHHA Ha (POHE SK30KPUHHOM
MaHKPEATUYEeCKON HETOCTATOYHOCTH (XOTS M MEIUKAaMEHTO3HO KOMIIEHCUPOBAHHOM).

Ha ocHOBaHMM TpENCTaBICHHBIX HWCCICJOBAHMM M ONbITAa HaMU ObUIH
chopMynHpOBaHbI OKA3aHU U LEIH XUPYyPruueckoro geueHuss MB-accouuupoBaHHOTO
XPC.

ITokazanus:

1. IlonHasi/Bblpa’keHHasi Ha3ajgbHas OOCTPYKLMS 3a CYET TOJUIo3a WU
MeIMaNu3allii JJaTepaibHOM CTEHKH MOJIOCTH HOCa Ha (POHE MYKOBUCIUI03A.

2. HesddexTuBHOCTH KOHCEPBATUBHOTO KYITHUPOBAHMS THOMHO-BOCITATUTEIHLHOTO
npornecca B OHIIL.

3. PenuauBupyroriee BoIeICHUE KIMHUYECKU 3HaUUMOM Gutopsl (P.aeruginosa v
JIp.) U3 HWKHUX [IbIXaTeNbHBIX MyTEed TOCIEe JTOCTUXKEHHUS  DIMMHUHALIUU,
KOHCTaTUPOBAHHOW MO JaHHBIM MHUKPOOHOJOTMYECKOTO HCCIIENOBAHUS MOKPOTHI WIIU
ITyOOKOTO Opo(hapuHTEATHPHOTO Maska (BEpOsiTHOE ayToperH(uIupoBaHue GIOPO,
nepcuctupytoeii B OHII).

4. KoctHas  gecTpykumsi (32  MCKIIOUYEHHEM  MEAWAJIbHON  CTEHKH
BEPXHEUEIIOCTHOM Ma3yXu, KOTOpasi OTMEUaeTcsl y OOJIBIIMHCTBA NAI[IEHTOB)

5. Hapyuienue npoxXoAMMOCTH CJE3HBIX IYTEM C COOTBECTBYIOLIEH KIMHUKO-
PEHTTEHOJIOTMYECKOW KapTUHOU

LensMu XUpypruyeckoro JICYeHUs] MOKHO CUUTATh:

1. BoccraHoBieHHe HOCOBOTO JAbIXaHUS.

2. YMeHbIICHHE HUCXOASNIEH KOHTAMUHAUUU HUKHUX JIbIXaTEIbHbIX MyTEH U
pHUCKa UX ayTopeu(UUIUPOBAHUS KIMHUYECKHU 3HAUUMON OakTepraibHON (HIOpOil.

3. Co3ngaHue MyTy JOCTaBKU UHTAJIAIIMOHHBIX MTPENapaToB.

4. OOecrnieyeHrnEe BOZMOKHOCTH CaHAIMU/KOHTPOJIS THOMHOTO mpouecca B OHII
(MHCTpyMEHTaIbHAsl UPPUTALMsI, TPOMBIBAHUE METOIOM IEPEMEUICHUSI KUJIKOCTH IO

Proetz).
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5. Co3manue nytu MonuTtopuHra ¢uopsl OHII 4epe3 MakcuManabHO
pacimipensbie coycThsa BUII (marent Ha uzooperenne PO RUNe2794083 ot 11 ampens
2023 r).

6. YMmeHblieHHE 00BEMA «pe3epByapa» MUKPOOHON (pIOpbl 3a CUYET KOCTHO-
¢ubpo3zHoit obmureparuu BUIL.

7. Co3naHue IMyTH OTTOKA CJIE3bI IPU HENPOXOAUMOCTH CJIE3HBIX ITyTEH.

Takum obpazom, xupyprudeckoe jeuenrne MB-accoruupoBannoro XPC umeet
OO0JbIIIOE YKCIO OCOOEHHOCTEH MO0 CPaBHEHUIO C OO0IIeH MPakTUKON (DyHKIIMOHAJIHHOU
sppockonnyeckon xupypruu OHII, xoTOpble NOJDKHBI YYUTBIBATHECA IIPU OKA3aHUU
OTOPUHOJIAPUHIOJIOTUYECKOM ~ IIOMOIIM  JAETAM € JaHHBIM  HACJEACTBEHHBIM
3aboneBaHusAM. [11aHOBBIN XapakTep OOJMBIIMHCTBA PUHOXUPYPIHUECKUX BMEIIATEIbCTB
y nered ¢ MB onpasapiBaeT MapuUIpyTHU3alMIO ITAlIMEHTOB B KPYIIHBIE CTallMOHApHI,
oOajaronyie onpeAeIeHHbIM ONBITOM pabOThl C JaHHBIM KOHTUHT€HTOM HaueHToB. C
JPYrOM CTOPOHBI, CyLIECTBYIOIIAs HA CETOJHAIIHUIN IEHb LICHTPAIIM3ALMs PUHOXUPYPIrUN
MB-accomuupoBanHoro XPC B mpeaenax aunib HECKONBKUX KIMHUK MOCKBBI B
3HAYUTEIHLHON Mepe CHIKAET JOCTYIHOCTh OMOIIM U TpeOyeT 00yUeHHsI CIISIUAINCTOB

Y BHEJIPECHUSI TIPEIJIOKEHHBIX MOIX0JI0B B paboTy pernoHanbHbIx JIITY.



I'JTABA 9. TATOMOP®OJIOI'NMYECKASA XAPAKTEPUCTUKA
MYKOBHUCIINAO3-ACCOIIMMPOBAHHOI'O XPOHUYECKOI'O
PUHOCHHYCHUTA

O6o3nauenue MB-accomuupoBanHoro XPC kak otaensHOro  (eHoTura
nopaxenus OHII u ero ocoOblit maToreHe3 NpeAnoIaraloT BEPOSITHOCTh HAIWYHS psia
OTJIMYMUTENIbHBIX YEPT MaTOMOP(POIOTUYECKON KapTUHBI CIU3UCTON 00omouku. [Ipu aTom
B JIOCTYIHOM 3apyOeHOM JuTeparype HaMu ObUIM HallIeHbl €TUHUYHbIE UCCIIeI0OBaHMS,
MOCBSAIIEHHBIE ATOU MpobdIeMe, ¢ MUHUMAIBHBIMH BbIOOpKaMu (0T 5 10 21 manuenTa, 1
uccienoBanue — 44 manuenta) Pe3ynbTaThl JMTEpaTypHOro MOUCKA MPEICTaBIEHBI B
rmase 1 (tabmuma 3) [19; 20; 39; 67; 168; 170; 171; 176]. IlonoOHBIE OT€YECTBECHHBIC
paboThI BIUIOTH JJO HACTOSIIETO BPEMEHH OTCYTCTBOBAJIU.

[Tomumo 3TOrO, MPEANOCHUIKOM K JAaHHOMY 3Tally HAayyHOTO IOMCKa cTaja
TUIIOTe3a O BHYTPUTKAHEBOM JIOKaIM3aluy WHQGEKIHOHHBIX areéHTOB, OCHOBaHHas Ha
HHAOCKOMUYECKOM HAOIOIEHUU UHTPAMYKO3aJIbHbIX U UHTPAIOIUIIO3HBIX a0CIIECCOB U
HEOOXOAMMOCTh HAYyYHOTO OOOCHOBAHUS MOJHOTO Y/IajdeHHsl CIu3ucToi BbicTuiku BUII
[250].

MHoroIeTHUI ONBIT PUHOXUPYPruu aetreid ¢ MB mo3Bosini HaKOMUThH OOJBIION
apXUB MMaTOTMCTOJIOTHYECKUX MPENapaToB.

B cBs3u ¢ 3TUM OBLIO IPEANPUHATO MATOMOPPOIOTUYECKOE U3yUEHUE MPENapaToB
OTIepaIlMOHHOTO MaTepuasa B COOCTBEHHOH BbIOOpKE 00IbHBIX ¢ MB (n=97; 43 neBouku
u 54 manpuuka; B Bo3pacte 8 [6;11] ymer) — ocHOBHas rpynmna, — B CPaBHEHUU C
MaTepUasioM, MOJIYyYEHHBIM OT JIeTed U MOAPOCTKOB C UIMONATHUYECKUM JABYCTOPOHHUM
(«muddy3HBIMY» ) TOTUTIO3HBEIM PUHOCUHYCUTOM 0€3 MyKoBHUCIIHI03a (n=29; 14 neBouek
u 15 manpuukoB; B Bo3pacte 13 [12;14] ner), y KOTOpbIX OBUIM MCKIIOYEHbI
cnenuduuecKue, XapakTepHble ISl MEeAUaTpUYECKON MPAKTUKU, MPUUYUHBI Pa3BUTHUS
XPC nomumo MB: nepBuuHas — UWIMApHAs ~ JUCKUHE3Usl,  MEPBUYHBIC
UMMYHOJIE(UIIMTBHI — KOHTPOJIbHAs  IpyIma. YYUThIBash KpPalHIO  PEIKOCTh

uauonarnyeckoro [1PC y nereit u ero 6osnee 4dacThlii 1€0IOT JUIIL B MOIPOCTKOBOM
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BO3pACTE, MOJHOCTBIO COMOCTAaBUMYKO IO YHUCIY M BO3PACTY KOHTPOJBHYIO TPYNIy
copmupoBats He yaanoch [250].

OneHrBaIU SMUTENNATBHYIO BEICTUIIKY TOJIUIA, COCTOSTHUE KEJe3 U UX TPOTOKOB,
BBIPAXKEHHOCTh OT€Ka M (PUOpO3UpPOBaHUS CTPOMBI, a TaKXKe IUIOTHOCTh M COCTaB
BOCTIANUTENbHOU MHGUIbTpamu. ONeHKa AMUTEINATIBHON BBICTHIIKH BKJIFOUalia B ce0s
ONpPENICIICHUE THUIA DJMUTEIUS Y BBIABICHUE HMHTPAIMUTEINATBHBIX MHUKPOKUCT H
MuKpoaocieccoB. [logpoOHO METOA0I0THS UCCIIeI0BaHUS ONTMCaHa B IV1aBe 2.

OnurenuanbHas BBICTUIIKA, KaK MPABWIO, ObUIA MPEACTaBICHA MHOTOPSIHBIM
UUWIMHAPUYECKUM MEpUATENIbHBIM 3MUTENUEM (T.H. «PECHUPATOPHBIM JIUTEIUEM») C
MpU3HAKAMHU PA3JIMYHO BBIPAXKCHHOW THUIIEPIUIa3UU, a TaKXKe MeTalla3upOBaHHBIM
MHOTOCJIOWHBIM IJIOCKUM SMUTEIUEM WM UX COYETAHHEM B PA3JIUUYHBIX COOTHOIICHUSIX.
B onnom u3 mpenaparoB ObUIM OMKMCAHBl POrOBbIE MAcChl, B OTHOM — IJIOCKOKJIETOYHAs
nanuuioMa. HTpasnuTenaibHbple MUKPOKUCTB 1 MUKPOAOCIIECChI, B MOAABIISIIOIIEM
OOJIBIIMHCTBE CIy4yaeB, HAOMIONATUCh B PECIHUPATOPHOM SIUTEINH, BBICTUIAIOIIEM
MIOBEPXHOCTh TMOJUIIA, HO BCTPEYAIMCh M B METAIUIA3UPOBAHHOM MHOTOCJIOMHOM
TJIOCKOM DIIUTENHH, a TAK)KE B DMUTEIINU JKEJe3 U/UTK UX MPOTOKOB. O1ieHKa COCTOSTHUS
JKeJe3 W/WIM UX MPOTOKOB CBOAMJIACH K KOHCTATAallMM UX KUCTO3HOW TpaHchopMaluu
(manee «kuCTHI xkene3») [250].

[Tomumo  maTOMOP(OTOTUYECKUX  XAPAKTEPUCTHUK B  OCHOBHOM  TpyMIe
yunutbiBanuchk Mukpoduopa OHII (pe3ynsrarsl OakTEpHOJOTUYECKOTO HCCIEIOBAHUS
Marepuana, noiydeHHoro u3z OHII uHTpaonepanMoHHO), KaK KOHKPETHBIA BHUAOBOM
COCTaB, TaK M paszzenenue Ha rpamoTpuiarensubie (Gr (-)), 1 rpamnonoxuTenbabie (Gr
(+)), a Taxxke maroreHHele BapuaHThl TreHa CFTR (pa3neineHue Ha TMOATPYMIIbI
MIPOU3BOJIUIIOCH KJIACCUYECKH JIsl UCCIIEIOBAaHUN B 00J1aCTH MYKOBHCITUI03a, @ UMEHHO
B 3aBUCUMOCTH OT «TSDKECTH» TeHOTHUMa U Hanuuus mytaruu F508del).

B kauectBe (hakTOpOB, BO MHOTOM OIpenesomux Teuenne MB u runorernyeckn
CHOCOOHBIX MOBJIMUATH Ha MAaTOMOP(OJIOrMYECKYI0 KapTHUHY BOCHAJIEHHOW CIU3HCTOMN
o0onouku OHII, HaMK y4UTHIBAIUCH PE3YyIbTaThl 0AKTEPUOIOTMUECKOTO UCCIIEIOBAHUS
Marepuana, noixydyeHHoro u3 OHII uHTpaonepauoHHO (pe3yNbTaThl KyJIbTYypaJbHOTO

UCCIICIOBAaHUS €  HACHTU(UKalMEe  MHKPOOPraHW3MOB C  IOMOIIBK  Macc-
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CIIEKTPOMETPUH), a TaKkKe MaToreHHble BapuaHTbl reHa CFTR, yCTaHOBJIEHHBIE C
MOMOIIBIO MOJIEKYJISPHO-TEHETUYECKOTO HCCIEAOBAHUS TpH BepU(PUKALMUU JIMAarHO3a
«MYKOBUCLHZIO3» (pa3feieHue Ha MOATPYIMNbl MPOU3BOIUIOCH KJIACCUYECKH JJIA
UCCJIEeI0BaHUN B 00JAaCTH MYKOBHUCIM032, @ UMEHHO B 3aBHUCHUMOCTH OT «TSXKECTH»

reHoTuna u Hanuuus mytanuu F508del).

9.1. XapakrepucTuka natroMmop¢o0ru4ecKoi KapTHHbI CIU3UCTONH 000J10YKH
u nosuno3noi rkanu OHII npu MB
[Ipy cpaBHEHMM THCTOJIOIMYECKMX IIPENaparoB OIEPAlMOHHOTO MaTepuaia
(cimu3uctoit 06o0souku U nonuno3Hou Tkanu OHII), monydenHoit ot nanuentToB ¢ MB u
OT JeTeil M TMOAPOCTKOB C HAMONATHYECKUM JIBYCTOPOHHUM  IOJHUITO3HBIM

PUHOCHHYCUTOM, OBLIM BBISBIEHBI J0cTOBepHbIe (p<0,001) pasnuuus 1O BceM

OIICHMBAEMbIM MapaMmeTpaM. VHTerpaibHbIe JaHHBIC TTPEICTABICHBI B TabmuIle 48.

Tabnuua 48 — Pe3ynbprarsl cpaBHEHUS! TATOMOP(OIOTHUECKON KapTUHBI CIU3UCTOMN
o0onouku u nonuno3noi Tkanu OHII y manuuentos ¢ MB u ¢ nnnonarnyeckum
neycropoHHuM XPC [250]

ITaromopdgosiornueckne Kareropun I'pynna JdocToBepHOCTH
XapaKTePUCTUKH OcHoBHast KonTpoabhas pasan4ui, p
(MB) {I1pC)
adc. (%) adc. (%)
o o

HaJIMYMe KUCT JKeJie3 I—;[e; 2; gg: ;02 % 272 ((27:”190/3) p=0,001
HaJTu4Ine Her 43 (44,3%) 24 (82,8%)
MHTPAUTETUATIBHBIX Jla 54 (55.7%) 5.(17.2%) p<0,001
MHKpPOabCIIeccoB
HaJIU4ue Her 23 (23,7%) 23 (79,3%)
MHTPASUTENNATIBHBIX Jla 74 (76.3%) 6 (20,7%) r<0,001
MUKPOKHUCT
TIJIOTHOCTh cnabas 44 (45,4%) 14 (48,3%)
BOCHAJINTEIbHOU yMepeHHas 46 (47,4%) 6 (20,7%)
UHQUIBTpAIAH r<0,001
(rumdonazmo- BBIPAKEHHAS 7 (7,2%) 9 (31,0%)
JEUKOIUMTapHON)

Ipumeuanus: YXupabm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACHE C UCIIOJIb30BAHUCM
Xu-kBaapara [Iupcona, Tounoro kpurepust Oumiepa.




238

HNuTpasnuTenuaibHble MUKpoaOCLecChl B TPyNIE€ MCCIEAOBAHUS BCTPEYAIUCH
3HAYUMO 4Yalle, YeM B TpyIre KOHTpos, nocturas 55,7% (54 cnyuae) npotus 17,2%

(5 cmyuaes), T.e. ObuTH B 3 paza Oosee xapakTepHsl Jyis manueHToB ¢ MB (pucynok 60).

p<0,001
100,0 -
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Hannuane mukpoabeueccos
50,0-
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25,0-

0,0-

OcHogHas rlpyrlna (MB) ['pynna vlcomponx
I'pynna

Pucynok 60 — Yactora Hamu4ust MHTPA3NUTEIHATBHBIX MUKPOAOCIIECCOB B
3aBUCHUMOCTH OT I'PYIIIBI TALIMEHTOB

Mopdonorudeckass KapThHa XapakTepHbIX s MB HMHTpa’nuTeIuaIbHbIX

MHUKPOAOCIIECCOB TIPEICTaBlIieHa Ha PUCYHKE 61.

Pucynoxk 61 — ®parmeHT MUKpoIpenapara OTEYHOI0 OJuIa Hoca oT naurenta ¢ MB.
(a) B rumnepruIa3upPOBaHHOM PECITUPATOPHOM SMUTENIUU BU3YaTU-3UPYIOTCS
MHOXKE€CTBEHHBIE HHTPASTUTEINAIbHBIE MUKPOAOCIIECChl (YKa3aHbl KPACHBIMU
cTpenkamu). Okpacka reMaTOKCHIIMHOM U 303uHOM. ¥YB. X100; (6) TOT ke mpenapar
VB. x400, B mpocBeTax HHTPAINUTETUATBHBIX MUKPOAOCIIECCOB ONPEAEIISIETCS
KJIETOYHBIN JIETPUT, CETMEHTOSICPHbIE HEUTPOPUIIbHBIE JTIEUKOIUTHI, TUM(OLUTHI,
MYIIMH; B CTPOME IOJIUIA — TOTUMOP(PHOKIETOUHAS BOCTAIIUTENbHAS UH(DUIBTpaIUs
C MPUMECHIO 03MHO(PIIBHBIX JEHUKOIIUTOB
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WHuTpasnrenranbHble MUKPOKHUCTBI (HE CBSA3aHHBIE C MPOTOKAMHU CIM3UCTBIX
Kelle3) TaKkkKe NOYTHM B 4 pa3a dalle BCTpEeYaJoch B Ipylne mnanueHtoB ¢ MB.
CootBeTcTByOIIAs MUKPOCKOITNYECKAS naTroMopQoIoruuecKas KapTHUHa

MPOICMOHCTPUPOBAHA HA PUCYHKaX 62, 63.

p<0,001
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Pucynox 62 — YacTora Hamu4usi HHTPASNMUTETUATBHBIX MUKPOKUCT B 3aBUCUMOCTHU
OT IPYNIIbI MAIIUEHTOB

Pucynok 63 — ®@parMeHThl MUKpOIIpENapaToB (a-B) OTEYHOTO MOJIUIIA HOCA OT MAlUeHTa
¢ MB: B runepiuiasupoBaHHOM PECIUPATOPHOM SIUTEINH BU3YaIU3UPYIOTCS
MHOYKECTBEHHBIE HHTPASIUTEINATIbHbIE MUKPOKHUCTHI (YKa3aHbI KPACHBIMU CTPEJIKaMH).
Okpacka reMaTOKCUJIMHOM H 303MHOM. YB. X400

BBICOKOBEPOATHON MATOrE€HETUYECKON TEOPUEN BOSHUKHOBEHUS XapAKTEPHBIX IS
MB  MukpoaOcueccoB  MPEACTABIAIOCh  (OPMUPOBAHUE  MHTPASUTEINATIBHBIX
MUKPOKHCT, KOTOPBIE BIOCIIEACTBUM HHPUIIUPOBAIKUCH U adciiennpoBaiu. s npoBepKu

I[aHHOﬁ TUMOTE3hI OBLIT HpOBe,I[éH aHaJIM3 3aBUCHMMOCTH HAJIWYHUS MHTPASIUTCINAIIbBHBIX

MHUKpPOAOCIIECCOB, Kak crenudpuyeckod xapakrepucTuku MB, oT apyrux saeMeHTOB



240

natoMop@osnornyeckoil kapTuHbl. I[lpu 5ToM Oblla yCTaHOBJIEHA CTAaTUCTHYECKHU
3HaYUMasi  3aBUCMMOCTb HMMEHHO  MEXIy  HaJIM4YheM  HHTPAdUTEIUATIbHBIX

MUKPOA0OCIECCOB U UHTPAUTEINAIBHBIX MUKPOKHUCT (Tabnuua 49).

Tabnuua 49 — AHanu3 HAIMYKS UHTPAUTEINATLHBIX MUKPOAOCIIECCOB B
3aBUCHUMOCTH OT HAJIMYMS UHTPASUTEINATIBHBIX MUKPOKHUCT CIIU3UCTOM 000JIOUKH
u nonumno3noi Tkanu OHII B 06eunx rpymnmax

IMoka3zaresnn Kareropun | Haauume mHTpa’nmuTenagbHbIX | /locToBepHOCTH
MuKpoadcueccoB adc. (%) pazauyuii, p
aa HeT
Hamuuune Ja 55 (68,8%) 25 (31,2%) <0.001
MHTPASIUTEINATBHBIX KACT Her 4 (8,7%) 42 (91,3%) =5

Tpumeuanus: XXupHbiM mipudTOM BBIIETIEHBI TOKa3arenu p<0,05

Craructudeckas 00paboTKa JUlsl aHaJIM3a HOMUHAJIBHBIX TAHHBIX IPOBOAMIIACH C HCIIOJIb30BAaHUEM
Xu-kBagpara [lupcona.

AHanmM3 MIAHCOB TMOKa3aJ, YTO BEPOSITHOCTh HAIUYMS WHTPAITUTEIHATBHBIX
MHUKpPOAOCIIECCOB MPU OTCYTCTBUHU WHTPAIMUTEIUATBHBIX MUKPOKHCT OBLTH 3HAYUMO
Hke (B 23,1 paza), HeXeIM 4YeM IMPU HUX HAIUYKMM, DPA3IUdus IIaHCOB OBLIU
cratuctudecku 3HauuMbiMu (O = 0,043; 95% JIU: 0,014-0,134). Takum oOpazom,
HaMU ObLTa MOATBEPIK/ICHA OTIMCAHHAS BBIIIE MATOTEHETHYECKAst CBsI3b. B OONMBIIMHCTBE
MUKPOTIPENapaToB, MOJYYCHHBIX OT MAIMeHTOB ¢ MB, MOXHO OBLIO OJHOMOMEHTHO

HaOJII0IaTh U MUKPOKHUCTHI, U MUKpoabctiecchl (pucyHok 64) [38].

Pucynox 64 — ®parmeHThl MUKpOIIpEnaparoB ciu3uctoi odonouku/moiauna OHIT ot
nanuenTa ¢ MB: B runepriiazupoBaHHOM PECIIMPATOPHOM SMUTEINHN BU3YAIU3UPYIOTCS
MHO)KE€CTBEHHBIE HHTPASTUTEINAIbHBIE MUKPOKHUCTHI (YKa3aHbl TOTYObIMU CTPEIIKAMM )

Y MHTpa’NUTeNInalibHble MUKpoabciiecchl (yKa3aHbl KpaCHBIMU cTpesikamu ). OKkpacka

reMaTOKCUJIMHOM M 303UHOM. (a, 6 — YB. x200; B — ¥YB. x400)

Kpowme toro, xapakrepusim 1ji1 MB B cpaBHenuu ¢ ununonarndeckuMm [TPC Obuio

HAaJIMYUEC KUCTO3HO pACIIMPCHHBIX CIIM3UCTBIX JKEJIC3, YTO BEPOATHO OTPAKACT IATOICHE3
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MB-accouunpoBanHoro XPC, B 0CHOBE KOTOPOTIO JIE)KUT MOBBILIEHUE BA3KOCTH CEKPETAa.
BripaxkeHHOE pacmupeHue BBIBOAHBIX IIPOTOKOB JKejle3 uMelo mecto 'y 63,9%

nareHToB ¢ MB u numb y 24,1% — 06e3 JaHHOTO HACIEACTBEHHOTO 3a00JeBaHUS

(pucyHoK 65).
p=0,001
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PucyHnok 65 — YacToTa Hanu4Ms KUCT eJie3 B 3aBUCUMOCTH OT TPYIIIbI NAUEHTOB

AHann3 BBIPAXEHHOCTH BOCHAJUTENBHON HMHQUIBTPALUMU YKa3blBaeT Ha
npeolaianie ee yMepEeHHO! CTeNeHu B rpynie mainueHToB ¢ MB (47,4%), B To Bpems
KaKk B TpyNIe CpaBHEHHUs daile BcTpedanach ciabas (48,3%) u BeipakenHas (31%)
cteneHd. Bo3aMOXXHO, 3T0O yKa3bIBaeT Ha pa3HOPOIHOCTH peHoTunoB [1PC, BKIIOUEHHBIX
B KOHTPOJIbHYIO TPYIIY. YUUTHIBasA, UTO ciiadas U yMEPEHHAs CTETIEHH BOCHAIUTEIbHON
WHOUIBTPAIIMK OTMEUCHBI B TIONABIAIONIEM OOJBITUHCTBE OOpa3lloB TKaHU OT
naieHToB ¢ MB (cymmapuo 92,8%), MOKHO JyMaTb O HEKOTOPOH «CAEPKAHHOCTH
MMMYHHOTO OTBETa Ha BBIPAXKEHHYIO OaKkTepUalbHYI0 KOHTAMUHAIIUIO, CBOMCTBEHHYIO
XPC na ¢pone MB. Tunuunsie BapuaHTbl MaTOMOP(HOIOTUYECKOW KAPTHUHBI CIM3UCTON
o6omouku OHII ¢ MeHbI1IEH BRIPa)KEHHOCTHIO BOCTIAIMTEILHON MHPUIBTPALIMH B TPYIINE

MB u ¢ 6omblieii — B TPYyIINe KOHTPOJISI OTPAXKEHbI HA PUCYHKE 66.
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Pucynok 66 — ®parmMenTsl MUKponpenaparoB causuctoi odonouku/monuna OHIT ot
(a, 6) marmenToB ¢ MB: MeHbIIast cTeneHb BOCHAIUTENBHON KIETOUHON HHDUIBTpauu
¥ (B, I') MallMEHTOB IPYMIBI KOHTPOJIS: OOMbIIAsk CTENEHb BOCHIAIUTENbHON KIETOUHON
uHpuibTpauu. OKpacka reMaTOKCUIMHOM U 303UHOM. YB. x100
9.2. Pe3yabTaThl CpPaBHEHHMS J03UHO(PHIBLHO-HEHTPOPHUIBLHOI0 HHAEKCA
B CJU3HMCTOM 000/I09Ke OKOJIOHOCOBBIX MA3yX Yy JIeTeld ¢ MYKOBHCIHI030M
U ¢ HIMONATHYECKUM MOJHIO3HBIM PUHOCHHYCUTOM

TpaguMOHHONW IUTOJOTMYECKOM XapaKTEPUCTUKOM IIOJMIIO3HOIO CHHYCHUTA
ABJISIETCSI OTHECEHUE €TI0 K KHEUTPOPUIBHOMY» WU «303MHO(UIBHOMY». TeM He MeHee,
00Js1ee TOUHBIM SIBIECTCA OMpPEEICHUE COOTHOIICHUS MPEICTABICHHOCTH TEX UM MHBIX
KJIETOK. YUUTBIBasl paCpOCTPAHEHHOE MHEHNE, OTPAKEHHOE BO MHOTUX ITyOJIMKALMSIX U
3a4acTyl0 HE MOJKPEIUIEHHOE MEPBUYHBIMHU CCBUIKAMM, YTO XPOHUYECKHUNA MOIUIIO3HO-
THOMHBIN puHOCUHYCUT Ha (hoHe MB xapakrepusyercs npeobiaganrueM HEUTPO(PUIOB B
OTIMYUE OT UAUONATHYECKOTO AU (PY3HOIO HA3AIBHOTO «303MHO(MUIBHOIO» MOJIUIIO03a,
HaMmU OblIa IPEINPUHATA MONBITKA MTPOBEPUTDH JAHHYIO THIIOTE3Y.

[Ipu cpaBHHTENBHOM aHanu3e nokazareneit DHU ObUIO BBISBICHO, YTO TpyIINa
MalMEeHTOB C MYKOBHCLMJI030M (TOKa3ateiab paBeH 1[1;1]) 3Haunmo oTiauvanach OT

KOHTPOJIbHOU Tpyniisl o 3HadeHnto DHU (mokazarens pasen 4[1;12]) (pucyHnok 67).



243

100,00 - .

p<0,001
75,00-

Tpymma
50,00 - B3 OcHoenas rpynna (MB)

& ES [pynma koutpons

25,00 -

0,00 - 1,00 490

3navenne 203MHOQHIEHO-HEHTpOHITEHOTO WH/TEKCa

OcuHoBuas rbynnﬂ (MB) ['pynna korLTponﬂ
I'pynna

Pucynoxk 67 — 3nauenus SHU B 3aBUCMMOCTH OT IpyIIIbI

Takum oOpa3oM, Kkak OBLIO TOKa3aHO paHee, KOHTPOJIbHAas Tpymnmna Oblia
(eHoTUIMYEeCKU-Pa3HOPOAHOM U [T Hee ObLIT XapakTepeH Oounbiiuii pazdopoc DHU, a nus
rpymIbl DanueHToB ¢ MB Obutn cBOMCTBEHHBI O0JIee HU3KHUE MTOKA3aTeIn HHIEKCA, T.€. B
LIEJIOM — MEHbLIasl MIPEICTABICHHOCTh 303MHOQWIOB B KJIIETOYHON MHMIbTpauuu. Tem
He MeHee, DHM=1 otpaxaer paBHOE 4YMUCIO F03MHO(UIOB U HEUTPOPUIIOB, a He
IPEUMYILIECTBEHHO «HEUTPODUIBHBIN» XapaKTep BOCHAJIECHUS.

JUIs OLIEHKHM 3aBHUCHUMOCTU BEPOSITHOCTU HAJIWYMS MYKOBHCLHI03a OT 3HAYECHMSI
OHMH, 4T0 MOXET UMETh HEKOTOPYIO IMarHOCTUYECKYIO LIEHHOCTB, Uctonb3oBayics ROC-
a"Hanu3. [Inomans nmox ROC-kpuBoit cocraBmia 0,814+0,051 ¢ 95% JAM: 0,714-0,914.
[Tomyyennast momens Obla cTarucTrdecku 3HaduMOM (p<0,001). [ToporoBoe 3HaueHue
OHMU B Touke cut-off coctaBuio 3,0. IIpu nokasarene HUKE S3TOr0 3HAYEHUSI BEPOSTHOCTD
HaJIM4Yusl MyKOBHCLIMJ03a 3HAa4YMMO moBblmanack. YysctButensHocts DHU cocraBuia

62,1%, cnermuuaHocTh coctaBuia 90,7% (pucynku 68, 69).
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Pucynok 68 — ROC-kpuBasi, XxapakTepu3yrouas 3aBUCUMOCTb BEPOATHOCTH HaJTUYHS
MB or 3nauenust DHU [250]
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Pucynok 69 — Ananu3 4yBCTBUTEIBHOCTH U CHEHU(PUIHOCTH MOJIETU B 3aBUCUMOCTH
oT noporoBbix 3HayeHud JHU [250]

[Ipu amanm3e mnokazareneit DHUM B 3aBucuMocTH OT TaroMop(oiIorudecKoi
KapTUHBI OLIEHUBAJIUCH HAIMYME UHTPASUTEIUATBHBIX MUKPOKUCT U MUKPOAOCIIECCOB,
KHCT JKeJjie3, IJIOTHOCTh BOCHAJUTENbHOW WHOUIBTPALMM, HAIUYME MeETaIla3uu.
BeIsiBieHbl JOCTOBEpHBIE pa3nuuud 3HadyeHus OHM B 3aBUCHMOCTH OT HalIW4us
WHTPAdIIUTEIINAIBHBIX ~ MUKPOKHCT, KHCT JKE€J€3, IUIOTHOCTH BOCIAIMTEIBHOU
uHbuIbTpalu. J(OCTOBEpHO 3HAYMMON 3aBUCUMOCTH Mexay 3HaueHneM OHU u
HAJIMYUEM HMHTPA’UTETNANIbHBIX MHUKPOAOCIECCOB, METAIUIa3UH BBISBICHO HE OBLIO

(Tabmuna 50).
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Tabnuua 50 — Ananu3 3Hauennss OHU B 3aBucUMOCTH OT maTroMopgoIorudecKoi
KapTUHBI B 00eux rpymnmnax [250]

3nauenne JHU JdocToBepHOCTH
IHoka3zarenn Kareropun .
Me Q:—Qs n pa3auyuii, p
HaJIM4YUe KUCT Ha 1,00 1,00 - 1,00 69
Kees Her L00 | 1,00-3,00 | 57 p=0,002
HaJIN4YHe Jla 1,00 1,00 — 1,00 59
WHTPASIUTEIH- _
aJTBHBIX Hert 1,00 1,00 — 2,50 67 p=0716
MHKpPOabCIIeccoB
HAJINYHe Jla 1,00 1,00 — 1,00 80
VHTPAUTEIN- Her 1.00 1.00 — 4.00 46 p=0,033
AJIbHBIX MUKPOKHUCT ’ ’ ’
IUIOTHOCTD ciabas 1,00 1,00 — 2,00 58 p=0,011
BOCMATUTEILHON yMepeHHast 1,00 1,00 — 1,00 52 pBbipaxkenHas —
UHUIBTpau 1.00 — Ymepennas = 0,008
BBIPA)KEHHAS 1,00 1 6 75 16 pBbipaxenHnas —
’ Cnabas = 0,048
MeTanaa3us Ha 1,00 1,00 — 2,50 26
(ouarosas Her 1,00 1,00 — 1,00 80 p=0,129
MJIOCKOKJIETOUHAS ) ’ ’ ’

Ipumeuanus: YXupubm mpudToM BeieneHsl nokazarenu p<0,05

CratucTuueckas O6p&60TKa AJId aHAJIM3a HOMUHAJIBHBIX JAaHHBIX ITPOBOAMIIACH C UCITOJIb30BAHUCM U-
kputepusi ManHa—YutHu, kputepusi Kpackena—Yomnuca.

9.3. Binsinne XapakTepuCcTHK TeYeHUs MyKOBHCIIH/103a
HAa NATOMOP(}OJIOrHYEeCKY0 KAPTHHY CIU3UCTOM 000/10YKH U MOJTUNIO3HON TKAHU
OKOJIOHOCOBBIX Ma3yX
B nmanmHoM pasmene  pa®OTBl MBI TOMBITAIHCHh  BBISIBUTH  (DaKTOPHI,
Xapakrepusytomue TeueHue MB, oT KoTopeix Momia Obl 3aBUCETh KOHKpETHAas
natomopdosoruueckas xapakrepuctuka MB-accouunpoBanHoro XPC. K  stum
¢dakTopam TMpexae BCEro ObUIM OTHECEHBbl TEHETHMYECKHH BapuaHT OOJE3HU U

Mukpobuonorunueckuit craryc OHII.
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[Ipy oOLEHKE THCTOJOTMYECKOTO BapUaHTa I[IOJUIIA, HAJIWYUA KUCT JKEJe3,
MHTPa’UTEINATIBHBIX MUKPOAOCIIECCOB, MHTPAMUTEIUATBHBIX MUKPOKHUCT, TIOTHOCTH
BOCIMAJIUTEIPHOM WHQUIBTPAIIMMA, METAIUIa3ud B 3aBUCUMOCTH OT (mopbl (BUT
OaKTepuu), HEe YAANO0Ch BBISIBUTH CTATUCTUYECKH 3HAUUMBIX PA3IUUUi (MCIIOJIb3yEMBbIi

meton: Xu-kBaapart [Iupcona) (pucynok 70).

2
H
H FHCTONOFHYECKHT BApHAHT NonKng
g .On ;
HATHUHE HHTDEMHTETHATRHLX MIKpOaGCLECCoR

i Hot s
H [ Por maccw bl
i
g =0,996
g P : p=0,745

;
g : 40,0
3 )
o | | i HaNMUHE KHCT Hene3 3
5 Sl ] I W er ILIOTHGCTY BOCKAANTCALHON HpHABTPALIN
H 100,0).00,0{20,0{100,0400,0[ 33,3 | 50,0{100,0 =1 100,0 |~ O cnro sripanennsie [ Yosepennan
% ] i i i M i .01150 BRIPAKEHHbIE .CH:’G"‘
N 200 =1 l ] [ Yvepeno upaxenite [ Bepaenan

1 ED ED
B — e B : ! p= 0,869
SA WP PA M AD  SE KO+SA EC+SA PSE PASSA B SAHI KPeSA Cor

MroTHocTs BoCT

HAHYME HHTPANHTENHATBHBIX KHCT X
Ja e, METAAZHA (OUATOBAN MIOCKOKIETOUHES)

Her
- Her

Hanuime HHTPAINHTEN A AL X KHET

SUOHP PA HI AD  SE KO/SA ECWSA PSE PASSA E SASHI KPISA Cor

Pucynok 70 — Ananu3 maroMop@oIOri4ecKiX XapakKTepUCTUK CITU3UCTON 000JIOUKHU U
nosiuno3Hoi Tkauu OHII B 3aBUCHUMOCTH OT BUIOBOTO COCTaBa MUKPO(DIIOPHI Y AeTeil C
MB (bakrepuu: HP — net pocta; SA — Staphylococcus aureus; PA — Pseudomonas
aeruginosa; Hl — Haemophilus influenzae; A® — adpoOHast 1 pakyJIbTaTUBHO-a3pOOHAas
dnopa; SE — Staphylococcus epidermidis; KO + SA - Klebsiella oxytoca +
Staphylococcus aureus; EC + SA — Escherichia coli + Staphylococcus aureus; P + SE -
Pseudomonas spp + Staphylococcus epidermidis; PA + SA - Pseudomonas aeruginosa
+ Staphylococcus aureus; E — Escherichia coli; SA + HI — Staphylococcus aureus
+ Haemophilus influenzae; KP + SA — Klebsiella pneumoniae + Staphylococcus
aureus; Cor — Corynebacterium spp. I'uctonornueckuit Bapuant nojiwumna: Om —
or€unblii nonumn; Odn — oT€yHo-PuOPO3HKINM MoJuIT; POr Macchl — pOroBbie MAacChl)

IIpu cpaBHeHunn 3HaueHuss OHM B 3aBHCcMMOCTH OT BHAAa MHUKPOOpPraHU3Ma

JIOCTOBEPHBIX Pa3INunil TakKe He ObLIO MOyueHo (PUCYHOK 71).
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Pucynox 71 — Ananuz OHU, onpeneneHHOro B CIIM3UCTON 000T0YKE M MOTUTIO3HOM
tkanu OHII, B 3aBUCHMOCTH OT BUJIOBOTO cOcTaBa MUKPOQUIOpHI y AeTel ¢ MB.
(baxktepuu: SA — Staphylococcus aureus; PA — Pseudomonas aeruginosa,

HI — Haemophilus influenzae; AD — a3poOHas u dhakynbTaTUBHO-a3poOHas ¢uiopa;
SE — Staphylococcus epidermidis; KO + SA — Klebsiella oxytoca + Staphylococcus
aureus; EC + Staph — Escherichia coli + Staphylococcus aureus,

Pseud spp + SE — Pseudomonas spp + Staphylococcus epidermidis;

PA + SA — Pseudomonas aeruginosa + Staphylococcus aureus;

SA + HI — Staphylococcus aureus + Haemophilus influenzae; KP + SA — Klebsiella
pneumoniae + Staphylococcus aureus; Cor — Corynebacterium spp.)

Y4uThiBasi BEPOITHOCTh PA3TMYHON PEAKIINH CIU3UCTON 000JIOUKH IO CTENECHU U
Ka4eCTBY  KJICTOYHOM  WHQOUIbTpAMH, (OPMUPOBAHUIO  HHTPASUTEIUATBHBIX
MHKpPOaOCIIECCOB Ha B3aWMOJICHCTBHE C Pa3HBIMU HHQPEKIIMOHHBIMU areéHTaMH, TTOWCK
OB MPOJIOJDKEH TOCNE TPYNIUPOBKUA OaKTEpHil B 3aBUCHUMOCTH OT OKpAIIMBAHUS T10
[pamy (mpuHMMas BO  BHHMaHHE  OOJBIIYI0  KIMHUYECKYI)  3HAYUMOCTH
rpaMoTpuIaTesbHoi Gopsl npu MB).

Mpb1  pazgenwiu  Bce OOHapy)KEHHbIE MHKPOOPTaHM3MBbl Ha 3 TPYIIIbL
rpamnoniokutenbabie  (Gr  (+)), rpamorpunarenshbie  (Gr (<)), accoluanuu
IPaMITOJIOKHUTENBHBIX U TpaMoTpunarenbubix Oakrepuit (Gr (+) + Gr (-)). Ucxons u3
MOJIYYCHHBIX JAHHBIX, MPU aHaNIW3€ IUIOTHOCTH BOCIAIUTEIBHOW WHQUILTPAUA B
3aBUCUMOCTH OT (UIOpbl OBLIM BBISIBICHBl CYHIECTBEHHblE paznuuud. Crnadas
BOCIanuTenbHas nHuIbTparus y nanuentoB ¢ Gr (+) Habmoganace B 52,8% ciydaes,

B TO BpeMsI Kak B rpyiine naiueHToB ¢ Gr (-) 1 cMmemanHoi guiopoii oHa cocraBuna 41,7%

1 20% COOTBETCTBEHHO (PUCYHOK 72).
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PucyHok 72 — AHanu3 MmJIOTHOCTU BOCTIAUTEILHON HHPUIBTPALIUK CIIM3UCTOMN
oOosouku 1 nonuno3noit Tkanu OHII y nereii ¢ MB B 3aBUcuMOCTH OT OaKTepUaibHON
(bi10pBI, CrpyNIUPOBAHHON B COOTBETCTBUU C OKpalllMBaHWeM 1o [pamy

Takum 06pa3oM, BEIpaKEHHOCTh MECTHOM KJIETOYHON UMMYHHOM peakiiuu 0oJbIlie
npy MHQUIIMPOBAHUU TPAMOTPUILIATENBLHON (PIOpod WM MUKPOOHBIMU acCOLMALMSIMU
(rpamMOTpHLIaTENbHBIE U TPAMIIOIOKUTEIbHBIE) C CYMMAapHO 4acTOTOW yMEpPEHHOU U
BbIpakeHHOM wuHpuibTpanuun 58,3% u 80% coorBerctBeHHO mnpoTuB 47,1% mpu
BBIJICJICHUH TOJBKO TPAMITOJIOKUTENbHON (priopbl. BeposiTHO, MOCTeneHHOe YBeTNYEHUE
CTEMEHH KIETOYHOM HMHQPWIBTPALUA  OTPAXKAET «KJIACCUYECKYI0»  HBOIIOLHIO
nH(pEeKIMOHHO-BOcrianuTenpHoro npouecca B OHII ot nHuimpoBanys 4yBCTBUTENbHON
TPaMIIOJIOKUTENBHOU (propolt (mpeumyriecTBeHHO Staphylococcus aureus, MSSA) x
CMEHE MMaTOT€HOB Ha aHTUOMOTUKO-PE3UCTEHTHYIO TPAMOTPUIIATEIbHYIO OaKTepUATIbHYIO
bopy 1 MUKPOOHBIE aCCOITUAIIUH.

Tem He MeHee, OOHApY)KEHHBIE PA3NIUYUS HAXOAATCA HA TPAHU CTATUCTHYECKOM

3HauumocTH (p=0,049).

9.4. Bausinne naToreHHoro sapuanra reia CFTR na natoMop(oJI0orn4ecKyro
KAPTHHY CJU3UCTON 000104KH U MOJUIIO3HON TKAHU OKOJIOHOCOBBIX Ma3yX
Eme onHolt mpoBepsieMoii runote3oi craja cBsizb MOPHOIOTHYECKUX U3MEHEHUIN
¢ renetndeckuM BapruaHTOM CFTR M «TSKECThIO» TEHOTHUIIA B 11eJIoM. [[71s1 aToro Onlia

IMpOBCACHA KOppeaOuAaA OLNCHHBACMBIX IIATOTHUCTOJIOTHMYCCKHUX XapaKTCPUCTHUK C



249

BapUAHTOM I€HOTHIIA B COOTBETCTBUU C KJIACCAMU MYTAIUN — «MSTKUN» UITH «TSHKETBIN.
Kpome Toro, Mbl OLIECHMBAJIM TUIBI MYyTalMii, KOTOpbIE JJIs1 YI0OCTBA CTATUCTUUYECKUX
pacuéroB OblTu pazmeneHbl Ha 3 rpynmbel: F508del/F508del, F508del/ne-F508del, ne-
F508del/ne-F508del. Ilpu comocraBiaeHun n0aTtoMOpdONOTHYECKON KapTUHBI B
3aBUCUMOCTH OT TSDKECTH TEHOTHIIA W THUIA MYTalWii, HaM HE yAaJloCh YCTAaHOBHUTH
CTATUCTHYECKN 3HAYMMBIX Pa3Iuduil (MCIONb3yeMble METONbl: Xu-kBampar [lupcona,
TOUHBIN KpuTepuit Ourepa) (Tadnuis 51, 52).

JIOMOHUTENIBHO MBI MPOBENU CpaBHEHUE Nokaszarteneit DHU B 3aBucuMoct OT
reHOoTHUNa U Thna MyTtanui. OJJHaKo CTATUCTUYECKU 3HAUMMOM Pa3HUIIbI TAKKE MOTYYEHO

He OBLIO (MCTIONBh3yeMble MeToIbl: KpuTepuii Kpackena—Yommuca, U-kputepuii Manna—

Yuran) (Tabmauma 53).

Tabnuna 51 — AHanu3 naroMopoIOruueckoi KapTUHBI B 3aBUCUMOCTH OT BapUaHTa
reHOTHUIIa

IMoxka3arenn Kareropun Tim MyTamm" ” ’HOCTOBepHvOCTb
«MSATKHID CTHKETBII» pasanyuuii, p
MJI0CKOKJIETOUHAs 0 1 (1.4%)
nanmoioMa
TUCTOJIOTHYECKUN pOTOBBIE MACCHI 0 1 (1,4%) _
BapUaHT nojuna (TKaHu) | oT¢uHO-hUOPO3HBII p=0,932
6 (50,0%) 39 (53,4%)
HOJIUT
OTEYHBIN TOJTUIT 6 (50,0%) 32 (43,8%)
Ja 9 (75,0%) 45 (63,4%) _

HaJIMYHE KUCT JKEJe3 Her 3 (25.0%) 26 (36.6%) p=0,528
HaJTu4Ine Jla 7 (58,3%) 39 (54,9%)
MHTPAUTETUATBHBIX Her 5(41.7%) 32 (45.1%) p=1,000
MHKpPOabCIIeccoB
HaJIU4ue Ja 10 (83,3%) 52 (73,2%)
HUHTPa’IUTEINAIBHBIX Her 2 (16.7%) 19 (26,8%) p=0,721
MUKPOKHUCT
IJIOTHOCTh cnabas 6 (50,0%) 31 (43,7%)
BOCIAJIUTENBHOMN yMEpeHHas 6 (50,0%) 34 (47,9%) p=0,572
UHQUIBTPAIIH BbIPaKCHHAsI 0 6 (8,5
MeTariasusi (ogaroBast Ja 1 (8,3%) 13 (18,3%) 0.681
MJIOCKOKJIETOUHAS ) Her 11 (91,7%) 58 (81,7%) =

IIpumeuanue: Ctatuctuueckas 00pabOTKa AJIs aHaJIM3a HOMUHAJBHBIX JAHHBIX IPOBOJIMIIACH
¢ ucnosib30oBaHueM Xu-ksazapar [Iupcona, Tounslii kpurepuit duinepa.
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Tabnuna 52 — AHanu3 naroMopoIOrHueckor KapTUHBI B 3aBUCUMOCTH OT IMATOTE€HHBIX

BapuantoB CFTR

TeHOTHII HocToBep-
IMoka3zarenn Kareropun | ne-F508del/ | F508del/ F508del/ HOCTh
He-F508del | ne-F508del F508del pa3anunii, p
[nockokne-
TOYHAsA 0 1 (3,0%) 0
nanuuIoMa
pOTOBBIC 0 0 1 (2,1%)
TUCTOJIOTUYECKHI MACChI
BapUaHT MOJIAIA . p=0,826
(TKaHI/I) OTCYHO- 5
buOpOo3HBI 4 (44,4%) 17 (51,5%) | 25(52,1%)
TIOJTHIT
OTCHHBIM 1 5 (55.6%) | 15(45,5%) | 22 (45,8%)
TIOJTHIT
Ja 5 (55,6%) 24 (75,0%) | 29 (61,7%) _
HAJIMYKE KUCT JKeJe3 Her 4 (44.4%) 8 (25.0%) 18 (38.3%) p=0,372
HaJINYKe Jla 6 (66,7%) 16 (50,0%) | 27 (57,4%)
HHTPASIMTEIHMAILHBIX Her 3(333%) | 16(50,0%) | 20 42.6%) | P 0032
MHUKpPOaOCIeccoB
HaJIN4YHe Ja 8 (88,9%) 23 (71,9%) | 36 (76,6%)
MHTpPa3NUTENHAIBHBIX Her 1(11,1%) 9 (28.1%) 11(23.4%) p=0,568
MHUKPOKHCT
IOTHOCTE cmabast 6 (66,72%1) 12 (37 ,SZA)) 21 (44,724)
BOCIIAATEILHOMN yMepeHHasI 3 (33,3%) 17 (53,1%) | 22 (46,8%) »=0,599
UHOUIBTpAITTT BBIpa)KEHHAs 0 3(9,4%) 4 (8,5%)
Ja 0 4 (12,5%) 11 (23,4%)
MeTariasus (o4aronast ~0.160
MJIOCKOKJIETOUHAs ) Her 9 (100,0%) | 28 (87,5%) | 36 (76,6%) =5

Ipumeyanue: Cratuctuueckas o0paboTKa s aHAIM3a HOMHHAIBHBIX JAHHBIX TPOBOINIIACH
C UCIIOJIBb30BaHUEM ClIeIyIONIero MeTona: Xu-kpaapar [upcona.

Tabnuua 53 — Ananu3 3HaueHuss DHU B 3aBUCUMOCTH OT T€HOTHUIIA U TUIIA MYyTaIui

3HayeHne 303UHOPHIBHO- HocToBep-
IHoka3zarenn Kareropun HeNTPOPHJIBLHOI0 HHAEKCA HOCThH
Me Q:-Qs n pa3auyuii, p
He-F508del/ne-F508del 1,00 1,00 — 1,00 9
TEHOTHII F508del/ ne-F508del 1,00 1,00 — 1,00 32 p=0,340
F508del/F508del 1,00 0,00 —1,00 47
Tvm MyTam MSITKHM 1,00 0,75 -1,00 12 p=0312
TSOKEIBIN 1,00 1,00 - 1,00 71 ’

IIpumeuanue: Ctaructuueckast 00paboTKa AJ1s aHaJIM3a HOMUHAJIBHBIX JAHHBIX POBOUIIACH C
ucnoabp3zoBanueM kpurepus Kpackena—Yomnuca, U—kpurepus ManHna—YuTHu.
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I'paduyecku nomydeHHbIE pe3yabTaThl OTPAXKEHBI HA pUCYHKaX 73, 74.
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Pucynok 73 — Ananu3 naroMmop(}oia0ru4eckoil KapTUHbI B 3aBUCUMOCTH OT BapHaHTa
reHoTHNa
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Pucynok 74 — Ananu3 naroMmop(}oia0ru4eckoil KapTUHbI B 3aBUCUMOCTH OT MaTOr€HHbBIX
BapuantoB CFTR

Takum 00pa3oM, MOXKHO TPEANONIOKHUTh, YTO TMaTroMop(dororuyeckas KapTHHA

3a0051€eBaHUsl HE OMPEIEISIETCS TUIIOM MYTAlMM M TSHXKECTbIO T€HOTHIA, a 3aBUCUT OT

JPYTUX XapaKTEPUCTHK TeUEHUsS OOJIE3HH.
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3akiroueHue

[IpoBeneHHass HaMHM MATOTHCTOJIOTMYECKAs 4YacTh MCCIEIOBAaHMS OCHOBAaHA Ha
camMoil OONbIION M3 OMyOJIMKOBAaHHBIX B JOCTYIIHOM MHPOBOW JHTEpaType BBIOOpKE
npenaparoB [250]. [Touck xapakTepHbIX M MaTOTHOMOHUYHBIX MAaTOMOP(OIOTHYECKUX
yeptr MB-accomuupoBannoro XPC BbiBuI craeaywomiee. TunuuneiMa ais MB
0Ka3aJIMCh HAJTMYUE UHTPANUTEINAIBHBIX MUKPOAOCIIECCOB M MUKPOKHCT, a TAK)KE KUCT
JKEJE3, KOTOPhIE TOCTOBEPHO 4Yallle BCTPEYAIMCh B JAHHOM TPYIIE MAMEHTOB IIO
CPaBHEHHIO C KOHTPOJbHOW. BeposTHO, HHTpasnmuTeNnaIbHble MHUKPOAOCIECCHI
HKBUBAJICHTHBl BHYTPUCIU3UCTBIM  MHUKPOKOJOHMSIM  OakTepuil, ONUCAHHBIM B
NPEIIIECTBYIONINX 3apyOeKHBIX HCCIEAOBAHUAX. BBISABICHHBIM (EHOMEH MOXKHO
cuuTaTh (PyHIaMEHTaJIbHBIM OOOCHOBAHHMEM NPEUIOKEHHBIX HAMHM PaCIIMPEHHBIX
XUPYPrudecKux MPUEMOB ¢ yaajlleHHueM Bceul ciusuctoit oobonouku BUIL. Pacmmpenue
K€ IPOTOKOB CIM3MUCTBIX JKEJIE3 COOTBETCTBYET IPEIACTABICHUAM O naroreHese MB, B
OCHOBE KOTOPOTO JIE)KUT T€HETUYECKH IETEPMUHUPOBAHHOE CTYILIEHHE CEKPETA.

Kpome Toro, mmst ciausuctoit obomouku OHII mamuentoB ¢ MB xapaktepHa
MEHBIIIasi CTENEeHb KIeTOUHON MHmibTpauuu, yem npu [IPC 6e3 MB. Dto no3somser
IyMatbh O OOJbIIeH TOPHUIHOCTH BOCHAIUTEIBHON peakuuu npu (HOPMUPOBAHUU
XPOHUYECKOTO PUHOCHUHYCHUTa Ha ()OHE IaHHOTO HACIEACTBEHHOTO 3a00JIEBaHUS, YTO
BIIOJIHE  COOTHOCUTCSI €  HAIUMU  HHTPAOINEPAllMOHHBIMU  HaOIIONEHUSIMH,
CBHUJICTEJIbCTBYIOIIMMUA O TOM, YTO JaK€ KOCTHas JAECTPYKLHsS HOCHT, CKOpEe,
acenTUYeCKUi Xapakrep Ha (poHe BeIpaxkeHHOTO THOWHOTO TIporiecca B OHII u Huxorga
HE CONpPOBOXKAACTCS MPOJICHHBIM HWHPUIHUPOBAHUEM CMEXKHBIX aHAaTOMUYECKHUX
oOnacrtei.

B To Bpemsa, kak OOJBIIMHCTBO JIUTEPATYPHBIX HCTOYHHUKOB TOBOPUT 00
UCKITIOYUTENBHOU «HEUTPOPUIBLHOCTHY Ha3adbHbIX MOJUNOB Ipu MB, HaMu ¢ moMo1ibio
onmeakn OHW Obiu modydeHbl JaHHBIE O CMEIIAHHOM XapakTepe KIETOUYHON
uHGUIBTpalMK (IPUMEPHO B PABHOM COOTHOILIEHHWU 303MHHO(DHUIOB U HEUTPOPUIIOB).
OnHako  JeWCTBUTENBHO, TIpu  cpaBHeHun MB-accouuupoBannoro XPC wu
uauonaruyeckoro aBycropoHHero [IPC  mepBbiii  1€MOHCTPUPYET OTHOCHUTENBHO

OOJBIIIYI0  TpEACTaBICHHOCTh HeWTtpodwioB. boree Ttoro, OHU >3  wmoxer
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UCIIOJIb30BaThCs B KauecTBe Bbicokocnenuduunoro (90,7%) mapkepa OTCYyTCTBUSI CBA3U
XPC ¢ MB.

['mnore3a 0 3aBUCUMOCTH NAaTOMOP(OJIOTHUYECKUX H3MEHEHHH, B YaCTHOCTH
dbopMHUpOBaHUS HMHTPASNUTETUATBHBIX MHKPOAOCLIECCOB, OT BHJJOBOIO COCTaBa
OakTeprabHON (IIOpPHI, UHTpaomepannoHHo BoieneHHon n3 OHII, He moaTBepaMIach.
B 3apyOexxHbIX HCClIeI0BaHUSAX K€ OCHOBHAS POJib B (DOPMUPOBAHUN BHYTPUCITU3UCTHIX
KOJIOHUWA OTBOAUTCA S.aureus. OAHAKO NOpU TPYHIUPOBKE TIPaMOTPUUATEINBHBIX H
IPaMITIOJIOKUTEIBHBIX MUKPOOPTaHU3MOB OKa3aJI0Ch, YTO C TPaMOTpULATENbHOM (iopoit
COMpPSDKEHA 3HAYMMO OOJIbIIasi KJIETOYHAs MHPUIBTPALUS, YEM C TPAMIIONIOKHUTEIbHOM.
Takum o00pa3oM, TpamoTpularelbHas ¢iopa, OAHO3HAYHO cuuTarmascs npu MB
IPOrHOCTUYECKU Oosiee HEeOMaronpusTHOM, COBEPUICHHO JIOTMYHO BBI3BIBAET OOJIBIIYIO
CTEIEHb JIOKAIBHOTO BOCHAJIUTEIBHOTO OTBETA.

IIpu conocraBiennu BapranToB MyTanui reHa CFTR co BCEMU OLICHMBAEMBIMU
naTOMOP(OJOTUYECKUMH XapaKTePUCTUKAMHU He ObUIO BBISIBICHO JI0CTOBEPHBIX CBSI3EH.
OTOT (PaKT MOJHOCTBIO COBMANAET C PE3yJAbTaTaMH MCCIEAOBAHUMN, OTPUIAIOUIUMU
TeHOTHUIT-(DEHOTUTTUYECKHUE CBA3U B OTHOIICHUH TeueHus MB-accommmnpoBannoro XPC.
MOXHO MPEeAnoI0KUTh, YTO OOHAPYKEHHbIE THUCTOJIOTHYECKUE M3MEHEHHUS! OTpa)karoT
€IMHBIN MaTOreHETUYECKUI MEXaHU3M pa3BUTHS XpoHuuyeckoro BocnaneHus: B OHII Bue
3aBHCHUMOCTHU OT BapHaHTa W3HAYaJIbHOTO FTEHETUYECKOTO Ae(PEKTa.

CxeMarnyecky COIMOCTaBUB BCE JOCTUTIIME CTATHCTUYECKOM ITOCTOBEPHOCTH
pe3yibTaThl, MOJIYYEHHBIE MPU aHAIM3€e MaTOMOP(HOIOTUYECKOW KapTUHBI MOJIUIO3HON

tkanu OHII npu MB, MBI cOCTaBUIIM CXeMy WX B3aUMHOU KOPpeAiuu (pUCyHOK 75).
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Pucynok 75 — Ananu3 natoMmop(ooru4eckoi KapTUHbI CITU3UCTON 000IOUKH
OHII/Tkann moaumnoB mpu MykoBUCIuA03¢e [250]

Takum o00pazom, HajauuuWe AOCTATOYHOIO YHMCIIA XapaKTEPHBIX OCOOEHHOCTEH
aToMop(dOIOTUUECKOM KapTUHBI MOJTUIIO3HO-U3MEHEHHOH ciu3ucToi o6onouku OHIT y
naneHToB ¢ MB, ¢ omHOW CcTOpOHBI, Ha (yHIAMEHTAIHPHOM YPOBHE TOATBEPKIACT
obocobnenHocTh (penotuna MB-accounupoBannoro XPC, a ¢ apyroit — 3HaHHE
BpauaMHU-11aTOJIOTOAHATOMAMH JIaHHBIX OCOOCHHOCTEHW B psJE CIIy4aeB MO3BOJIMIU Obl
3aMoJI03PUTh ITO HACIIEACTBEHHOE 3a00JIeBaHUE Y MAIIUEHTOB, KOTOPBIM JHATHO3 €Ille He

OBLJT ITOCTABJIEH.



I'JTABA 10. 9PPEKTUBHOCTbDb TEPAIIMU CFTR-MOAYJIATOPAMU
B OTHOIIEHUU MYKOBUCIIN103-ACCOLIMNPOBAHHOI'O
XPOHHUYECKOI'O PHHOCHUHYCHUTA

B pamkax panHoW paOOThl HE paccMaTpPUBAIUCh BOMPOCHI CTaHAAPTHOM
KOHCepBaTUBHOW Tepanun MB-accoumunpoBanHoro XPC, Takux Kak MHTpaHa3aJIbHOE
MHTAJSIIIMOHHOE TPUMEHEHHUE JOpHa3bl anb(a, UPPUTALMOHHON Teparuu, TOMUYECKOro
UCIIOJIb30BaHMS TIIIOKOKOPTHKOCTEPOUAOB. WX 3(PdexkTuBHOCTE M HEOOXOIUMOCTD
BKJIFOUCHHSI B CXEMbI OA3UCHON Teparnuu J10Ka3aHbl B METa-aHAIN3aX, CUCTEMaTUYECKUX
0030pax, 0630pax 6a3 nanHbix Cochrane [183; 274] 1 oTe4eCTBEHHBIX TUCCEPTAIMOHHBIX
paboTtax nocieaHux Jaet [7].

A BoT BimsgHue Ha TedeHrue XPC MHHOBAIIMOHHBIX METOAOB JeueHuss MB, Takux
KaK IpuMeHeHue MoayasatopoB O0enka CFTR, koTopbie UCIIONB3YIOTCS B HaIllel CTpaHe ¢
2021 roma, OO0 HACTOSIIET0O BPEMEHH HE ONUCAHO. AHAJIOTMYHBIA JeUIUT
UCCIICIOBAaHUM, OCOOCHHO CpeaM JeTel, CYIIeCTBYeT U B 3apyOeKHOH HaydHOM
JUTEepaType, T.K. OOJIBIIMHCTBO pabOT CPOKYCHPOBAHO HA BIUSAHUU MOJOOHOU Tepanuu
Ha (YHKIMIO JIETKUX W TMOHKETyAOYHOM d>Kele3bl M paccMaTpuBaeT JEUCTBUE Ha
CMHOHA3aJIbHYI0 001aCTh KaK YCIIOBHO «HEIIEJIEBOEY.

B Poccuiickonn denepauny 1€TH C NOTEHIIMAIBHO YYyBCTBUTEIBHBIMU K TEPAITUU
reHeTHYeCKuMU BapuaHtamu MB o0OecneunBaroTcsi mpemnaparamMu JJis TapreTHOM
Tepanu  DOHIOM MOAJNEPKKA JETEed C TSHKEJIBIMU OKU3HEYTPOXKAIOIMMUA U
XPOHUYECKUMH 3a00JIeBaHUSIMU, B TOM YHCIIE peAKUMHU (Op(aHHBIMU) 3a00JI€BaHUSIMH,
«Kpyr nobpa». 910 cnenaso BO3MOXKHBIM HCCIEI0BATh MEPBbIE CEpUU HAOMIONECHUN B
rpynmax  JaByx  omobpenHeix B P®  CFTR-momynstopos: «JIBOMHOW»
(uBakadToptiaymakadpTop) H «TpoHHON» (drekcakadTop+resakadTop+uBakadTop)
KOMOMHAIIUHA.

Jiis oueHkn 3((EKTUBHOCTH YKa3aHHBIX BBIIIE MPENaparoB B OTHOILICHHUH
teueHuss MB-accomuupoBannoro XPC Obutn  chopMHpOBaHBI TPU TPYIIBI IS

IMOIMapHOro CpaBHCHUS:
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I (ELX/TEZ/IVA) — nertu, NOJy4yawIlue «TPOMHYIO» TapreTHYIO Teparnutio
(anekcakadTop+TtesakadTop+uBakadTop);

II (IVA/LUM) — neru, mNONydYarolue «IBOWHYIO» TapreTHYI TEpamnuio
(uBakadTop+iaymakadTop);

III (KoHTposb) — KOHTpONIBbHAS Ipymma Aetei, He noiydaromux tepanuio CFTR-
MOJYJISTOPAMHU.

CpapnuBanucsk napsl rpynn [ (ELX/TEZ/IVA) u III (Kontpons), I (IVA/LUM) u
III (KonTpoub).

VYcioBUsSIMM BKITFOUEHUSI B PETPOCIIEKTUBHOE UCCIeI0BaHUE JIsl 00erX map Ipyri
o Hanuuue pesyapraroB MCKT OHII no crapra tepanuu U B JUHAMUKE MOCIIE €€
Hayaja, a JUisl KOHTPOJIbHOW rpymibl — BeinojgHeHue napHeix MCKT (¢ yuetoM cpoka
MEeXAy uccieaoBaHusIMU (BpemeHHble Touku 0 u 1); OTCyTcTBME B aHaMHe3e
onepaTuBHbIX BMemarenscTB Ha OHIL

JIJisi OCHOBHBIX TpYII OLICHUBAJACcCh JMHAMHUKA YPOBHS XJIOPUIOB TIOTOBOM
KUAKOCTH (ITPOBOAMMOCTH TI0TAa) KaK OCHOBHOIO Mapkepa (QyHKIIMOHMPOBAHUS
XJIODHOTO KaHalla, HapylleHHe paboThl KOTOPOTO JIEKUT B OCHOBE maroreHe3a MB.
AHaNM3UPOBAIUCH PE3YNIBTAThI TOTOBOM MPOOKI MPU MOMOLIY CUCTEMBI cOOpa U aHaIN3a
npoBoguMocTH 1oToBOM >kuakocTu Nanoduct (ELITechGroup Inc.) (monmokurenbHas
npoda — Tmokazarenp Oomnee 80 wmMonb/n, morpanuyHas — 50-80 MMob/i,
oTpullaresibHas — MeHee 50 MMOJIb/T) Ha cTapTe TapreTHOM Tepanuu u yepes 6-12 mec.
nociie ee Hauajga. Kpome Toro, B OCHOBHBIX rpymnmnax Obljla OTCIEKEHAa W JUHAMHKA
nokazareneit ®BJ] B oTHocuTenbHBIX 3HaUCHUAX (% OT IOMKHOTO) — (hopcHpOBaHHAs
»Kru3HeHHast eMKOCTh JieTkux (DXEJI, %) u o0bemM popcupoBaHHOTO BBIIOXA 32 MIEPBYIO
cexkyHay (O®PB1, %) B Te ke 1eKpEeTUPOBaHHBIE CPOKHU.

Pesynsrarel MCKT olieHMBanuch Mo OOMICTIPUHATON METOAMKE C TOJICYETOM
o6ammoB mo cucteme Lund-Mackay (Lund-Mackay score, LMS). Ilomumo »Toro,
paccuuThIBajgach cymMmma 0asioB 1o moauduimpoBanHoi mkaie Lund-Mackay (modified
Lund-Mackay score, mLMS), pa3paboTaHHOIi UMEHHO JJIsI TIeAUATPUICCKON MPAKTUKH.
Ona mpenmonaraer 1ejleHUE CyMMBl OajlIOB HAa YHUCIO PAa3BUTHIX AHATOMHYECKUX

9JICMCHTOB B CJIydac€ BO3PACTHOIO OTCYTCTBHUA PA3BUTHA JIOOHBIX HJIH KIIMHOBUJIHBIX



257

Ma3yXx WJin UX TuIioriasum, 4To 0COOEHHO XapaKTCpHO AJId ITalUCHTOB C MB. Ot10 ACIacT

JTAaHHBIH MMOKAa3aTeJlb CPABHUMBIM Y TALIMEHTOB C pa3HoM cTenennto passutust OHIT [275].

10.1. Ouenka 3¢ pextuBHocTH Tepanun CFTR-moayasitopom
3jiekcakadropt+resakadropruBakadgrop («KTPOMHOI» TAPIreTHON Tepanuu)
B OTHOLLICHUM Te4YeHHUS MYKOBHMCIM/103-ACCOUMUPOBAHHOIO0 XPOHUYECKOI0
PHHOCHHYCHTA

OCHOBHYIO TpyIly COCTaBWIM |5 MalMEeHTOB C MOATBEP>KICHHBIM, COITIACHO
nevictpyromuM Knunnueckum pekomeHaanusaMm «Kucto3ubiit ¢pudpo3 (MyKOBHUCIHIO03)»
(2021), JUarHo30M u MOJTYYaFOIIHNX Teparuo IpenapaToM
anekcakadrop+resakadroptubakadTop, B Bo3pacte o 6 A0 15 net (cpeanuii Bo3pact
11£3,2 net) Ha MOMEHT cTapTa Tepanuu. OTOop KaHAUIATOB HAa HA3HAYEHHUE «TPOMHOI
TapreTHON Tepanmuu MPOU3BOAWIICS B COOTBETCTBUHM C MHCTPYKLUHMEN MO MPUMEHEHUIO
(metTy ¢ MOATBEPAKIAEHHBIM JIMATHO30M MYKOBHUCILHI03 B Bo3pacte oT 6 5o 18 jer ¢
HaJIM4YueM B IeHOTHUNe XOTs Obl ogHoM MyTauuu F508 del miam omHOro maroreHHOro
BapuaHTta u3 241 BapuaHTa, BKIIOUEHHBIX B MHCTPYKIHIO K mipenapary). KoHTpoiabHy10
rpynny (III Koutpons) cocraBunu 11 nereii B Bo3pacte ot 2 10 14 net (cpennuii Bo3pact
7,343,6 JieT) ¢ aHAJOTMYHO YCTAHOBJIEHHBIM U MOJATBEPKICHHBIM JUArHO30M, KOTOpPbIE
He nonydanu Teparnuio HU ogHuM 3 CFTR-monynstopos. I1o Bo3pacty rpynmbsl ObLTH
conoctaBuMsl (p=0,134).

OngHoil W3  NPUHLMIUAIBHBIX  CPABHUTEIBHBIX  XAPAKTEPUCTUK  TPYIII,
MO3BOJISIIOIIUX OOBEKTUBHO OLICHUTH AMHAMUKy u3MeHeHuit B OHII Ha «TpoitHOW»
TapreTHOM Tepanuu W 0e3 Hee, MPEACTABIAETCS CONOCTAaBUMOCTh IO BpPEMEHHU,
npomeamemy Mexay naunuanbHod MCKT OHIT (KTO) u moBTOpHOW KOHTPOJIBHOM
(KT1). B ocHOBHOl M KOHTPOJILHOM rpynmnax oHo coctaBwio 1,9+1,5 net u 1,9+1,3 ner
cooTBeTCTBEHHO (p=0,760, T.€. rpynIbl IO JTaHHOMY NTapaMeTPy TaKKe COIOCTABUMBI).

Ucxonnpie nanupie MCKT OHII B 06enx rpynmnax Takke COIMOCTaBUMBI (OLIEHKA
LMS B ocHoBHOU rpynmne coctaBuia 15,6+4,5 GamioB, B KoHTposibHOW — 12,3+6,3
6amnoB; p=0,134). YuuTeiBas W3BECTHBbIC TE€HOTHUI-()EHOTUIHYECKUE KOPPEISIUN B

TEYEHUU MYKOBHCIIMI03a, HEOOXOIUMO OTMETHUTh, YTO B OCHOBHOW U KOHTPOJBHOM
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rpynmnax JoJjisg MaiueHToB, UMEIOIUX MUHUMYM OJUH NaroreHHslii BapuaHT F508del B
reHoTurie, cocraBuiia 86,7% u 72,7% COOTBETCTBEHHO, YTO MTO3BOJISIET B HEKOTOPO Mepe
TOBOPHUTH O COTIOCTABUMOCTH TPYIII IO TSHKECTU U TIPOTHO3Y TeueHus 3adoneanus. [Ipu
ATOM B OCHOBHOW TpyIiNe MalMeHThl ¢ MaroreHHbIM BapuantoM reHa CFTR F508del
npeo0ananny.

CpenHuii CpoK MEXAy CTapTOM TapreTHOW Tepanuu y MalMeHTOB OCHOBHOM
rpynibl 1 BbiosiHeHUEM KoHTpoibHOM MCKT OHII (KT1) cocraBun 7,6+3,0 mec. B
rpynne nanueHToB, noiydarommx ELX/TEZ/IVA, nocroBepHass MOJIOXKHUTEIbHAS
JMHAMHKa ToTydeHa kak nmo cymme 6amioB LMS (p=0,001) u mLMS (p=0,001), Tak u
M30JIMPOBAHHO B OTHOIIEHWH BCEX TPYIN AHATOMHUYECKUX 3JIeMEHTOB. Kpome Toro,
[IapaJuIeNIbHBI aHAIN3 U3MEHEHUN YPOBHS NPOBOAMMOCTH nota U mnokasarenen OBJI
TaKKE€ BbIABUJI CTAaTUCTHUYECKH JIOCTOBEPHYK) JMHAMHKY BCEX OLIEHHUBAEMbIX
napaMeTpoB. MIHTerpalibHbIe TaHHBIE, OTpaxaroliue perpecc crenenu nopaxkenus OHII
U JTMHAMUKY YKa3aHHBIX BBIILE MMapaMeTpoB IpeacTaBiieH B Tabnuue 54. Heobxonumo
OTMETHUTh, YTO MOJOXKUTENIbHAS JUHAMKKA TToka3arened LMS, mLMS, ®BJI u noroBoro

TecTa OblIa 3aperucTpUpOBaHa y BCeX MaluueHToB [275].

Tabnuua 54 — lunamuka pentrenosniorudeckoit kaptuubl OHII, ®BJI u nmpoBoaumocTu
roTa y gerei ¢ MB, nmosiydarommx TapreTHyro TEPAIUIo MpenapaTom
anekcakadTop+rezakadroptuBakadrop (I'pynma I (ELX/TEZ/IVA)) [275]

AHaTOMUYeCKU Touka Pe3yabTar Pe3yabTar HocToBep- Hoas

3jeMeHT/ HuccJie- (M£SD) (Me [Q1;Q3)) HOCTh MANNEHTOB,

MnoKa3arejb JAOBaHMS pa3auuuii, p| 'y KOTOpOii

MOJy4€eHO

yay4duenue, %

JloGHbIe ma3yxw, 0 2,1+1,8 2 [0;4] _

GBI 1 0,5+1,1 0 [0:0] p=0,005 66,7%

[lepeanue kneTku 0 2,2+1,1 2 [2;3]

peneTyaroro 1 0,5+1,1 0[0;1] p=0,001 86,7%

Ja0upuHTa, OaJIIBI

3agHue KISTKU 0 1,5+1,1 210;2]

peleTyaTroro 1 0,4+0,7 0[0;1] p=0,004 66,7%

nabupuHTa, 0aIIBI

Bepxueuentoct- 0 3,60,7 413;4]

HBIE NIa3yXH, 1 0,4+0,6 0[0;1] p=0,001 100,0%

OaJuIbI

KnunosugHbie 0 2,1+1,5 2 [1;4]

nasyxu, 1 0,3+0,6 01[0;0] p=0,001 86,7%

OaJuIbI
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OcTromMearab- 0 4,0+0,0 4 14:;4]
HBII KOMILJIEKC, 1 0,0+0,0 0 [0;0] p=0,000 100,0%
OaJIBI
Onenka o LMS, 0 15,6445 16 [12;20] _ .
GBI 1 2,1£3,0 1[0:3] p=0,001 100,0%
Onenka mo mLMS, 0 1,3+0,4 1,4[1,0;1,7] _ 0
GBI 1 0,2%0,2 0,1 [0:0,3] p=0,001 100,0%
DKETT, % 0 96,5+15,8 91,0
[81,8;109,0] ~ .
1 104119 100,0 p=0,033 85,7%
[94,0;110,8]
O®BI, % 0 95,1220,4 91,5
[83,8;109,5] ~ .
1 104,917,5 109,0 p=0,049 78,6%
[95,8;114,8]
TTOTOBHIi TeCT, 0 115,048, 1 118 [107;121] .
MMOJTB/T 1 60,0+20,3 59 [40,79] | P<0001 100,0%

Ipumeyanus: Touku uccnenoanus: 0 — 10 cTapTa TapreTHOU Tepanuu, 1 — Ha GOoHE TapreTHOM
tepanuu; M — cpennee; SD — cpegnekBagparnydoe otkioHenue; Me [Q1;Q3] — menunana u
WHTEPKBAPTUIILHBIN HHTEPBAJL.

XKupubim mpudTom BeiaeneHb nokasarenau p<0,05
JIns CpaBHEHHUS CBSI3aHHBIX COBOKYINHOCTEH (aHAIM3 «JO-TIOCIIE») WCIIONB30BAJICA KPUTEPHUI
VYUIIKOKCOHA MTPU HEHOPMAIBHOM paciipefesieHnH, t-kpurepuit CTbIOAeHTa — IPU HOPMAJIHLHOM.

WNHTepecHbIM HAOIIOIEHUEM, CAETAHHBIM MPU CTATUCTUYECKON 00pabOTKe TaHHbBIX
B paMKax JaHHOTO MCCJIEIOBaHUS Ha HEOOJBIION BHIOOPKE MAIIMEHTOB, CTaja MpsiMas
JOCTOBEpHast JBYCTOpoHHss1 koppemsiuust (1=0,562; p=0,029) wmexny ypoBHEM
MIPOBOJIMMOCTH TTOTa U cyMMoi 6aiutoB o Lund-Mackay y maliueHTOB OCHOBHOM TPYTIIbI
710 CTapTa TapreTHOW Teparuu, T.e. 10 HACTYIUICHUS MOYIUPYIOIIero d¢deKra Tepanuu
(prucyHOK 76). AHAJIIOTHYHYIO KOPPEJALHIO, OJHAKO MEHBIIEH CHJIbI, Mbl IOJTYYWIIN MIPU
aHasM3e 3HauuTeNbHO Oosbineit 6a3pl KT (pe3yapTaThl mpecTaBiIeHbl B IaBe 6). DTO
elle pa3 MOATBEPKAACT KIIOUEBYIO POJIb CTEINEHM HapylleHUs (QPyHKIMOHMPOBAHMS
TpaHCMEMOPaHHOTO XJIOPHOTO KaHajia B aToreHese 1 BoipakeHHOCTH XPC y nanneHToB
¢ MB. Ilpu sTOM m0omOOHAas KOppENSIUs HE MPOCTEKUBAIACh B KOHEUHOW TOUKE

uccienoBanus — Ha ¢one tepanuu (r=0,120; p=0,670).
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20,00 ] °

15,00 °

10,00 °®

5,00

OugeHKa no wkane Lund-Mackay (LMS), 6annbi
[}

100,00 105,00 110,00 115,00 120,00 125,00 130,00

YpoBeHb NPOBOAMMOCTM NOTa, MMOb/ N

Pucynoxk 76 — Koppesnsiiius ypoBHs ipoBoguMocTH 1ota ¢ oueHkoi KT OHIT y
MAIMEHTOB OCHOBHOM I'PYIIIbI IO CTApTa TapreTHOM Tepanuu [275]

TeMm He MeHee, ObIT OTMEYUCH SIBHBIH MapaJuIeIu3M MKy CHIKCHHEM MTOKa3aTelIs
notoBoro tecrta (¢ 115,0+8,1 mo 60,0+20,3; p<0,001) u uncna 6ammoB mo Lund-Mackay
(c 15,644,5 no 2,1+3,0; p=0,001) c 60mee «pe3ko HucxoAsme» auHnamMmukon KT-kapTunb!

OHII (pucynox 77).

130,0 18,0

120,0 115,0
16,0
110,0 15,6

100,0 14,0

90,0
12,0
80,0

70,0 10,0

60,0 8,0

50,0

6,0
40,0
30,0 4,0

20,0

VYpoBeHb NpoBOAMMOCTU NOTa, MMOAbL/AN

2,0

1avreg ‘(SN1) AexdeA-pun awvexm ou eXHINQO

10,0

0,0 0.0
[Jo cTapTa TapreTtHoi Tepanuu Ha ¢poHe TapreTHOW Tepanuu

MoTosblit Tect — LMS

Pucynoxk 77 — CpaBHutenbHas AMHaMuKa HopManu3aiuy naesMmaru3aiuu OHII no
nanubeiM KT 1 moka3zatesnst MOTOBOrO T€CTa y MallMEHTOB OCHOBHOM Ipyniibl Ha (hoHE
tapretHoi Tepanuu npenaparom ELX/TEZ/TVA [275]



261

Hamu wnaGmionenust 3a mnepBbiMu B Poccun mnanueHTamMu, TOMy4YaBIIUMHU
«TPOMHYI0» TapreTHYIO T€PANuIo, MO3BOJWIN BbIABUHYTh TUIIOTE3Y, YTO HOPMAJIU3AIIUS
coctosius pasHbix rpynn OHIT mpoucxomuT HEOMMHAKOBO, IJIsl YETO ObLIa MPOCIIeKEHA
orneHka 1Mo LMS nmsg Bcex aHaTOMHUUYeCKUX OOpa3oBaHUN OTACIBHO (PUCYHOK 78).
HauGonee BpIpakeHHas TOJOXKUTEIbHAS JMHAMUKA OblIa OTMEUEHA B OTHOIICHUU
MIPOXOIMMOCTH OCTUOMEATAIIBHOTO KOMILJIEKCA U BOCCTAaHOBJICHUS THeBMaTu3auuu BUII.
HanMeHee BbIpaskeHHas — B 33JIHUX KJIETKaxX pelieTyaToro JaOupUHTa U KIMHOBUIHBIX

nasyxax.

4,0
3,5
3,0
2,5
2,0
1,5
1,0
\

0,5 >~

0,0

KTO KT1

e F ron tal Ethmoid ant. Ethmoid pos Maxillary Sphenoid Ostiomeatal c.

OueHKa no wkane Lund-Mackay (LMS), 6annbi

Pucynok 78 — Jlunamuka uzmenenus cocrosiuus OHII/anaToMuuecKux 3JIeMEHTOB 110
nanHbiM KT y nmaniueHToB OCHOBHOM IpyIIIibl HA (POHE TAPTETHOM TEpaIKK MpernapaTom
ELX/TEZ/IVA (KTO — KT no crapra tepanuu, KT1 — KT na ¢one tepanuu; Frontal —
noo6nsie ma3zyxu, Ethmoid ant. — nepeanue kietku pemieryaroro jgadbupunta, Ethmoid
pOS. — 33IHUE KJIETKU pereTdaroro gadupunrta, Maxillary — BUII, Sphenoid —
KIIMHOBUIHBIC ma3yxu, Ostiometal ¢. — ocTnomeatanbHbIA KOMILUIEKC) [275]

Hunamuka KT-kaptunet OHII Ha ¢done mnpuMeHeHHs TapreTHOW Teparnuu
npenaparom ELX/TEZ/IVA mnpoaemMoHCTpupoBaHa Ha NpUMEpe JBYX MalMEHTOB

(pucynku 79, 80).
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Pucynok 79 — MCKT OHII nanuentku ¢ MB 14 net (renotun F508del/3667insTCAA)
1o (a-B, 17 6amnos mo LMS) u uepes 9 mecsieB nocie crapra (r-e, 4 6amna no LMS)
tapretHo# Tepanuu npenaparoM ELX/TEZ/IVA. Tlpoekiuu: a, r — KOpoHapHasi;

0, T — aKCHaJIbHAS; B, € — CAarUTTaJIbHAas

Pucynox 80 — MCKT OHII martuenta ¢ MB 11 net (renotun F508del/CFTRdele 2,3)
10 (a-B, 20 6amioB mo LMS) u uepes 10 mecsieB nocie crapra (r-¢, 3 6amia no LMS)
tapretHoi Tepanuu npenaparoM ELX/TEZ/IVA. Tlpoekiuu: a, r — KOpoHapHasi;

0, 1 — akcuaybHas; B, € — CarUTTAIbHAS
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Crnenyet oOpaTuTh BHUMaHHUE HA TO, YTO MAIMEHTHI paHee He ObUIM OTIEPUPOBAHBI,
a oOmupHbIe AedeKkThl MeauanbHbIX cTeHOK BUII cBsizanbl ¢ ux Hekpo3oM Ha ¢poHe MB-
accouuupoBanHoro XPC, kak 3To ObUIO IPOIEMOHCTPUPOBAHO paHee MPU OMHCAHUU
MHTpaoIepallMOHHBIX HAXOJIOK BO BpeMsl BbINONIHEHMs BMetarenscTB Ha OHII y nereii ¢
JTAaHHBIM HACJIEZCTBEHHBIM 3a00JI€BAaHHEM.

HecMoTpss Ha 0ueBUIHOCTH TepameBTHUECKOro 3(ddexTa TapreTHON Tepanuu
npenapatoM ELX/TEZ/IVA B otHomenuu coctosausi OHII, 00beKTHBU3UPOBATH €T0
MO3BOJIJIO HAJIMYME KOHTPOJIBHOW TIPYNIbI, OTPAKAIOIIEH YCIOBHO «ECTECTBEHHOE)
teueHne XPC 6e3 moaynupyromiero 3p¢exkra ”HHOBAIMOHHOTO Mpenapara. B rpymme
CpaBHEeHUS, Kak mo cymme OamioB LMS m mLMS, Tak U B OTHOIIEHUU TOYTH BCEX
aHATOMUYECKHX D3JEMEHTOB (3a HCKIIOYEHHWEM TNEPEIHUX KIETOK pELIeTYaToro
7abMpUHTA) OTMEYaeTcsl OTpUllaTesibHAas JAMHAMUKAa B BUJE HapacTaHUs CTENEHU
nopaxkenuss OHII, onqHako He MOCTUraroUIEro CTaTUCTUYECKH 3HAYMMOW pa3HUIbI 32

OIICHUBAaEMbI MpoMexyTok BpeMenH (1,9+1,3 ner) (Tabnuma 55).

Tabnuua 55 — JIlunamuka pentrenosniorudeckoit kaptuabl OHII B kKoHTpOBHOM TpyTINe
nereit ¢ MB, He nony4Jarommx TapreTHyro Tepanuto [275]

AHaTOMUYeCKH Touka Pe3yabTar PesyasbTar JocroBepHocTh
3JIeMeHT/MMoKa3aTe/b ucciaenopanusa | (M=SD) (Me [Q1;Q3) pa3au4uii, p
JloGHbIe ma3yxu, 6aTbl 0 1,5+1,8 0[0;4,0]

1 2,3+1,7 2,0 [0;4,0] p=0.131
[lepeanue xneTku 0 2,2+1,0 2,0 [2,0;2,0]
EZH”JE%TO“’ eonpIe, 1 22411 2,0 [2,0:2,0] p=0,999
3aHKe KIETKU PelieTyaToro 0 1,5+1,2 2,0 [0;2,0]
nabupuHTa, 0aITHI 1 S 0TI 050] p=0.234
BepxHeuentocTHbIE Ma3yxu, 0 2,7+1,3 3,0[2,0;4,0]
e 1 2,041, 3,0 [2,0:4,0] p=0.332
KnnHoBuaHbBIE Ma3yxu, OaITbI 0 1,5+1,2 2,0 [0;2,0]

p=0,161

1 2,0£1,3 2,0 [1,0;3,0]
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OcTHoMeaTaIbHBIM KOMILIEKC, 0 2,9+1,6 4,0 [2,0;4,0]
o 1 3,541 3 4,0 [4,0:4,0] p=0408
Ornenka mo LMS, 6amisl 0 12,3+6,3 9,0 [8,0;16,0]

1 14,6+4,9 | 14,0[12,0;19,0] p=0.108
Ornenka mo mLMS, 0amiel 0 1,1+0,5 0,9[0,7;1,3]

1 1.2+0.4 1,3 [1,0;1,6] p=0,119

Ipumeyanus: Touku uccnenoanus: 0 — 10 cTapTa TapreTHOU Tepanuu, 1 — Ha GOoHE TapreTHOM
tepanuu; M — cpennee; SD — cpegnekBagparnytoe otkioHeHue; Me [Q1;Q3] — menunana u
WHTEPKBAPTUIILHBIN UHTEPBAJL.

Jns  cpaBHEHMsI CBSI3aHHBIX COBOKYIHOCTEH (aHaIM3 <«0-TIOCJIE») HCIONb30BAICS KPUTEPUHU
VYUIKOKCOHA MPU HEHOPMAJILHOM pacrpeeeHuu, t-kpurepuid CTbIOIEHTa — IPU HOPMAIHHOM.

Haubonee namsgHo nuHammka KT-kapThHBI BCeX MalMEHTOB OOEHX TPyl
MPOIEMOHCTpHUPOBaHa Ha puUcyHKax 81, 82. [IpocnexuBaercs pe3ko HUCXOIAIIMI TPEH/T
ounenkn mo 1kane Lund-Mackay ©Ha ¢oHe TapreTHoil Tepanmuu IpemnapaTrom
ELX/TEZ/IVA ¢ oIHOHAaNpaBIeHHOW MOJOXKUTEJIBHOU JTUHAMUKON y BCEX MallMEHTOB
IpyIIBbl, B TO BpeMsl KaK TPEHJ KOHTPOJIBHOW I'PYIIIBI MPAKTHYECKU TOPU3OHTAJIEH C
HeOOoNbIINM HapacTaHueM uncia 6amioB no LMS (yxyamenuem KT-kaptunst OHIT) mpu
pPa3HOHAIIPABICHHONW JMHAMMKE Yy OTHENbHBIX ManMEeHTOB. OJHAKO IOJABIAIOLICE

OOJBIIMHCTBO JIETEH KOHTPOJIBHOU TPyl IEMOHCTPHUPYIOT porpeccupoBanue XPC.
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Ouerka LMS, 6annbi

Pucynok 81 — Jlunamuka onieHkd LMS y nmanueHToB 0OCHOBHOM T'pyIIbI Ha (DoHE

TapreTHOM Tepanuu mpenaparom syekcakadrop+resakadrop+uBakadrop
(rpynma I (ELX/TEZ/IVA)) [275]
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«  Cpeppee 3Hadenve

Pucynok 82 — JIlnunamuka oueHku LMS y nmanreHToB KOHTPOIBHOU TPYIIIIbI,
He nonydaromux tepanuo CFTR-monynstopamu (rpynna III Konrposs) [275]

Takum oOpa3oM, mopaszuTenabHas MOJOXKHUTENbHAs JUHAMHKA Oblla OTMEYEHa y
Bcex nmanueHToB, nonydasmnx ELX/TEZ/IVA, npu cpoke HaOmoneHus (epuoie Mexry
craptoMm Tepanuu U koHTposnbHOM MCKT) ot 3 mo 12 mecsnes (7,6£3,0 mec.), 9To
MO3BOJISIET TOBOPUTH O KpaiiHe ObICTPOM HACTYyIIEHUH 3G (eKTa B OTHOIICHUN UCXOIHO
Tsokenon creneHu nopaxkenuss OHIL. Pa3Has creneHb BOCCTAaHOBJIEHUS ITHEBMATU3AlUN
ornensHbix rpynn OHIT (B nambonbmeit cremenn BYIL, a Takke mnpoxoaumMocTu
OCTHOMEATAJIbHOIO KOMIUIEKCA; B HAMMEHBIIEWM — 3aJHUX KJIETOK pEIIeTYaToro
Ja0MpUHTa W KIMHOBUAHBIX  Ma3yX), T[O-BUJUMOMY, MOXET OOBICHATHCA
AHATOMMUYECKHUMH OCOOCHHOCTSAMHU (YHKIIMOHUPOBAHUS COYCTHH, MyTed IpeHaka U

BCHTUIISIITNH. B cBsa3u ¢ aTHM IMOJIHYIO HOpMAaJIN3alluIo pCHTFeHOHOFH‘ICCKOﬁ KapTHUHBI,
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BEPOATHO, MOXXHO OXHUJaTh B Ooyiee OTAaJIeHHbIe Cpoku. B  mobom  ciyuae
coxpaHsronecs Ha poHe «TpoiHoi» TapreTHoi Tepanuu KT-uzmenennss OHIT MmoxHO
OXapaKTepU30BaTh KaK «MUHUMAIBHBIE» WIN «pe3uayainbHbiey. [lomyueHHas B
OTHOIIEHUH JIOOHBIX IMa3yX OTHOCUTEIBHO Majias JOJisl MAIMEHTOB C IMOJIOKHUTEIIbHON
JTUHAMUKOM (66,7%) HE OTpakaeT UCTUHHYIO CUTYAIMIO B CBSI3U HAJIMUYMEM XapaKTEPHOI
s MB ux runomnasueit y 2 (13,3%) maumentoB. DTOT QakTop HUBETUPYETCS MpHU
MCII0Ib30BaHNM MoauduimpoBanHoi mkansl Lund-Mackay (mLMS).

B pamkax pgaHHOro »sTama HalIero HCCIEJOBAHUS B OuYEpelHON pa3 ObLI
MIPOJIEMOHCTPUPOBAH T0CTOBEepHBIN pocT nokazareneid OB/l (DXEJI u ODB,) na done
TapreTHON TEPaInu, YTO SBIISECTCS OMHUM U3 TIIABHBIX IeeBbIX ¢ (hekToB JeueHus MB.

Cpenu mareHToB KOHTPOJIBHOM TPYMIBI, HE MOJYYaBIIMX TAPTETHYIO TEPaIuio,
nuHamuka crenenu nopaxenuss OHII B cpennem okazanach cina®o oTpuIaTebHOR (C
HEJOCTOBEPHBIM HapacTaHueM CyMMbl 0amioB LMS), onHako u3 pucyHka 83 oT4ETIMBO
BUJTHO, YTO ATO CBSA3aHO C HAIMYUEM TOJIOKUTEIbHON TuHaMUKH Y 3 (27,3%) nauueHToB
U OTYETIMBOM OTPHUIIATEIbHOW — Yy OcCTalbHBIX. Hambosee BEpOATHO, 3TO MOXKHO
OOBSICHUTD 3PPEKTUBHOCTHIO U CBOEBPEMEHHOCTHIO «CTAHJIAPTHOT0» KOHCEPBATUBHOTO
aeaenuss XPC y HekoTophIx manueHToB ¢ MB  (uppuranuoHHas —Tepanus,
UHTpPaHa3aJIbHbIE TIIOKOKOPTUKOCTEPOUIbI, HHTASIMOHHAS Tepanmusi C MOMOIIbIO
METOJIa MyJILCUPYIONICH Mo/Iaun BEIIECTBA MpenaparoM JopHa3a ajb(ha U TOMHUYeCKUMU
aHTHOMOTHKaMK). TeM He MeHee, MO)KHO TOBOPUTH O HEYKIIOHHOM IMPOTPEeCCUPOBAHUU
PUHOCUHYCHUTA TIPU «ECTECTBEHHOM)» TEUYCHHH 3a00JIeBaHUS B OTCYTCTBHE TapreTHOU

TEpANUU U XUPYPTUIECKOro JieueHus [275].

10.2. Ouenka 3¢ dpexTuBnocru repanun CFTR-moayasTtopom
uBakadroptiaymakadrop («1BOMHOW> TAPreTHOM TePanum) B OTHOUICHUU
TeYeHHUs MYKOBHUCIIH/103-aCCOIIUMPOBAHHOTO XPOHMYECKOT0 PUHOCUHYCHTA

3a BpEMS HUCIIOJIb30BaHUS B Poccun JIBOMHOM KOMOMHAIINU
uBakaTopt+iaymakaprop (IVA/LUM), koTopass Ha3Hayajgach AETSIM ¢ Oojee MIIalIero
Bo3pacta (c 2 net, B To Bpemsa kak ELX/TEZ/IVA B nepuos nmpoBeieHNs NCCISA0BAHUS

NPUMEHSUICS C 6-JIETHETO BO3pacTa), Mperapar 3apeKOMEHI0BaJI ce0sl KaK MOTCHIIUATBHO
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MeHee 3((EeKTUBHBIA B OTHOIIEHWH OCHOBHBIX MNposiBieHnid MB. OmgHako BIUIOTH 10
HACTOAIIETO BPEMEHU OTCYTCTBOBAJIA OObEKTUBHBIEC JAHHBIE B OTHOIICHUH €T0 BIUSIHUS
Ha TeueHue MB-acconuupoBannoro XPC.

Ocnosnas rpymma (II (IVA/LUM)) cocrosuta u3 10 manmeHToB B BO3pacTe OT 2 10
11 net na momeHT BbinosnHeHus: ucxogquoit MCKT OHII (cpennnii Bo3pact 7,0+3,4 ner)
C BepU(UIMPOBAHHBIM JHArHO30M «MYKOBHUCIHUAO3» U TOIYYaBIIUX «IBOWHYIO»
TapreTHyl0 TEpamuio IMpenaparoM HuBakaQTop+iaymMakapTop B COOTBETCTBUU C
o(puHManEHOM HHCTPYKITMEH K MPUMEHEHHIO (IPUMEHSETCS Y MAllMEHTOB, TOMO3UTOTHBIX
no renetudeckomy Bapuanty F508del B rene CFTR).

KontponpHnas rpynna 6suta toit xe (III Kontpons — 11 nereit B Bo3pacte ot 2 110
14 ner (cpeanuii Bo3pacTt 7,3£3,6 J€T) € AHAJOIMYHO YCTAHOBIEHHBIM U
MOJITBEPKJACHHBIM JUArHO30M, KOTOpbIE HE Moiydanu Tepanuto HU ogHuM u3 CFTR-
MoaynsaTopoB). [1o Bo3pacTy rpynmbl ObLIN MOTHOCTHIO conocTaBUMBI (p=0,918).

ITepuon Bpemenu wmexay unHunmaabHoi MCKT OHII (KTO) u moBropHOii
koHTpoJibHOU (KT1) cocTtaBmyi B OCHOBHOW M KOHTpPOJhHOM rpymmax 1,4+0,8 roma u
1,941,3 roma coorBercTtBeHHO (p=0,557), 4TO HeNaeT rpynmnbl CONOCTABUMBIMU U IO
ATOMY HapameTpy.

Ucxomubie nanusie MCKT OHII B 06enx rpyrmmnax Takke COMOCTaBUMBI (OIICHKA
LMS/mLMS B ocHoBHOI rpymiie coctaBuna 12,3+3,7/1,1+0,3 6ainoB, B KOHTPOILHOM —
12,3+6,3/1,1%0,5 6amnos; p=0,887).

Cpok mexnay crtaptoM TapretHoil Tepanuu u koHTposbHoM MCKT (KT1) B
OCHOBHOM rpymmne coctaBui 9,3+3,6 mec.

B coorBercTBUM C MHCTPYKIMEN K Ipenapary, BCE NallMEHThl OCHOBHOW I'PYIIIIbI
ABJISUTCH TOMO3UTOTaMHU 10 TeHeTnueckomy Bapuanty F508del B rene CFTR, B To Bpemst
KaK B KOHTPOJIbHOW TpyIllle TakuM TeHOTUnoM oOnaxanu jmmb 4 (36,4%) nerei.
OTtcyTcTBOBaIa BO3MOXKHOCTH C(POPMHPOBATH AHAJIOTMYHYI0 M COIOCTAaBUMYIO IIO
MHOTHM TapameTpam rpynny. TeM He MeHee, BC€ YYaCTHUKHU KOHTPOJIbHOW T'PYIIIIbI

HMCIIN «TSXKCJIBICY» BapHAaHTbl T'CHOTHIIA (KaK N TIaIIMCHTBI OCHOBHOM rpyamnsl C

renoruniom ¢ F508del/F508del).
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Jauuble o nokazarensx @B/l u npoBoAMOCTH MOTA B ABYX TOUKaX UCCIIETOBAHUS
MMEJNUCh Y 7 13 9 malneHTOB OCHOBHOM IpyIIibl. JJMHAMHUKA UCCIEAYEeMbIX OKa3aTeaen

B rpynne 11 (IVA/LUM) otpakena B Tabnuiie 56.

Tabnuua 56 — Jlunamuka pentrenonorundeckoit kaptuubl OHII, ®BJI u nmpoBoaumocTu

rnora y aerei ¢ MB, nmoiiydarommx TapreTHyro TEPAIUIo penapaTom
uBakadrop+aymakadrop (I'pynmna II (IVA/LUM))

AHaTOMUYeCKU n, Touxka Pe3yabTar Pe3yabTar JdocToBepHOCTH
3JIeMEeHT/I0KA3aTe/lb aodc. | uccaenopanus | (M£SD) | (Me [Q1;Q3]) pasanuni, p
JloGHbIe ma3yxu, 6aibl 10 0 1,4+1,7 0,5[0;3,3] —0.461
1 1.81,7 1,5 [0;4,0] P
[lepennue kneTku 10 0 2,3+0,9 2,0[1,8;3,0]
peuieT4aroro 1 2,4+0,5 2,0 [2,0;3,0] p=0,705
nabupuHTa, 0aITBI
3aaHue KIETKU 10 0 1,5+1,0 2,0[0,8;2,0]
peIIeTYaToro 1 1,6+0,8 2,0 [1,5;2,0] p=0,705
Ja0upuHTa, OaJIIBI
BepxHeuentocTHbIE 10 0 2,7+0,8 3,0[2,0;3,0] ~0.999
Ma3yXH, 6ambl 1 2,840,6 | 3,0 [2,0:3,0] P~
KnunoBuansle nazyxu, 10 0 1,8+0,9 2,0[1,0;2,3] 9=0.564
OaIs 1 1,9+0,7 2,0 [2,0;2,0] ’
OcTHoMeaTalbHBIN 10 0 2,6+1,3 2,0 [2,0;4,0] 0,783
KOMILIEKC, GBI 1 2413 | 2,0[2,0:4,0] P~
Ornenka mo LMS, 6amier | 10 0 12,3+3,7 | 12,0[9,5;14,5] ~0.750
1 12,9436 |12,0[10,0;150]] ¥
Orenka mo mLMS, 10 0 1,1+0,3 1,1[0,9;1,4] 0.893
GaubI 1 1,103 | 1,0[1,0:1,2] P~
DXKEJI, % 7 0 99,9+13,7 102,0
[87,0;111,0] _
1 103,1+13,1 106,0 p=0,665
[96,0;110,0]
OB, % 7 0 95,4+17,4 93,0
[87,0;100,0] _
1 101,0£19,2 100,0 p=0.51
[87,0;119,0]
IToTOBBII TECT, MMOJIB/II 9 0 121,3+12,6 123,0
[115,5;132,5] _
1 943123 3 104,0 p=0,017
[76,0;115,0]

Ipumeuanus: Touku uccnenoBanus: 0 — 10 cTapTa TapreTHOU Tepanuu, 1 — Ha PoHe TapreTHOU
tepanuu; M — cpeanee; SD — cpegnekBaaparuunoe otkiaonenue; Me [Q1;Q3] — menuana u
MHTEPKBapTUIIbHBIN HHTEPBAI.

Kupubim mpudTom BeIeneHbl nokasarenu p<0,05

Jl51s cpaBHEHUSI CBSI3aHHBIX COBOKYITHOCTEH (aHAU3 «10-T10CJIE)) UCIIONb30BAJICA KPUTEPUU
YUIKOKCOHA TPY HEHOPMAJIbHOM paclpeneneHuH, t-kputepuii CThIOEHTa — IPH HOPMAJILHOM.
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B ommuume ot TtapretHoi Tepanuu npenapatom ELX/TEZ/IVA, neuenue
npenapatoM [VA/LUM Ha aHaJIOTHYHOM OTpE3Ke BPEMEHH HE MPUBOUIIO K YIYUIIICHUIO
cocTossHUs Kak otaenbHbiX rpynn OHII, Tak n uHTerpanbsHoit ouenku no LMS. Bonee
TOTO, OTMEYEHO HEKOTOpPOE YXYIALIEHHE IO BCEM MapaMeTpaM 3a HCKIIOUYEHHUEM
OCTHOMEATAJILHOTO KOMIUIEKCA, KOTOPOE HE IOCTUTAJO0 AOCTOBEPHOCTH. Tak OLIEHKA I10
LMS 3a 9,3+3,6 mec. yxyammunack ¢ 12,3+3,6 no 12,9+3,7 6amnoB (p=0,750), a orieHka
no mLMS ocranace Hemsmennoit (1,1+0,3 Gannon). [lokazarenu ®BJ] oTpearupoBaimu
Ha MPOBOAUMYIO TEPANUI0 HEKOTOPHIM MPUPOCTOM, KOTOPBIM, OJHAKO, TaKke HE ObLI
CTaTUCTUYECKHU 3HAYHUMBIM. EnuHcTBEHHBIM MOKa3aTeNeM, KOTOPBI
IPOAEMOHCTPUPOBAI JOCTOBEPHYIO MOJOKHUTEIBHYIO JUHAMUKY, CTajda MPOBOAUMOCTh
nota (cHmxenue ¢ 121,3+12,6 no 94,3+23,3 (p=0,017). Tem He MeHee, OHAa OCcTaBajIach B
npenenax IOJIOKUTENbHBIX 3HAUEHWM B OTIMYME OT IEepexofa B KaTErOPHIO
«morpanuysbix» (60,0£20,3 mmons/n) Ha Qone Tepanuu KomOunauuend CFTR-
monynsitopoB ELX/TEZ/IVA.

Takum oOpazomM, B OTIMYME OT TapreTHOM Tepalmuu  IpernapaTroM
anekcakadrop+rezakaproptuBakaprop (I (ELX/TEZ/IVA)), ormeuanoch  He
napajiebHoe  CHWKeHue  OamibHOM  oueHku — KT-xkapTuHbl M IIABHOTO
NATOr€HETUYECKOrO MOKa3aTeNsl — NIPOBOJAUMOCTH TOTa, — a UX Pa3HOHANPABIEHHOCTh

(pucyHok 83).
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Pucynok 83 — CpaBuurensHas nunamuka KT-kaptunsl (B 6amnax mo cucreme LMS)
¥ TIOKa3aressi MOTOBOTO TECTa Y MAIlMEHTOB OCHOBHOM IpyMIbl HA (POHE TapreTHOU
tepanuu npenaparom [VA/LUM

Cpasuenune KT-kaptunst OHII no crapra trepanuu kombunanueit [IVA/LUM u Ha
dboHe ee MpoBeJeHUs MPOAECMOHCTPUPOBAHBI Ha pUCYHKax 84, 85. OTUETIMBO BHJIHO

OTCYTCTBHC MOJOKUTEIILHON JUHAMHUKHU.

Pucynox 84 — MCKT OHII manmmenTku ¢ MB 9 ner (remotun F508del/F508del)
1o (a-B, 13 6ammoB mo LMS) u yepe3 12 mecsie nocie crapta (r-e, 15 6amioB mo
LMS) taprernoii tepanuu npenaparom [VA/LUM. Ilpoekuuu: a, r — KopoHapHasi;

0, 1 — akcuaJIbHas; B, € — CarUTTAJIbHAs
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Pucynox 85 — MCKT OHII naruenta ¢ MB 6 net (renotun F508del/F508del)
1o (a-B, 9 6amtoB mo LMS) u uepes 13 mecsnes nocie crapra (r-e, 10 6amtoB mo LMS)
TapretHoi Teparnuu npenaparom [VA/LUM. [lpoekiuu: a, T — KOpOHapHasd;
0, T — akCHaJIbHAs; B, € — CarUTTaIbHas

Xapakrepuctuka nokasareneil KT OHII koHTponbsHOW Tpynnbel IMpUBEACHA B
MPEIIECTBYIOLICH MMOIIABE.

[lo anasoruu ¢ NEpPBOM Mapoill CpPaBHEHHSI HWKE NPUBOAATCS JHATPAMMBI,
orpaxaromue quHamuky KT-kaptunsl Ha ¢one Tepanun komOuHauue IVA/LUM u B
rpyrme KoHTpojs (pucyHku 86, 87). Ha HuUX HamISIAHO MPOAEMOHCTPUPOBAH OOIIMI
napajuieiu3M U TOPU30HTAJIBHOCTh (HE3HAYUTENIbHOE HUCXOSIIEEe HalpaBiICHUE)
TPEHIOB, YTO TOBOPUT 00 OTCYTCTBUU AUHAMUKH KaK y JETEH, MOJIy4aroluX TAPreTHYIO
tepanuto npenaparoM IVA/LUM, tak u B ee orcyrcrBue. M3 pucynka 88 BUAHO, 4TO
JIMILB Y IBYX MallMEHTOB UMEJIOCh HeOOJbIIoe CHIKEeHHE uncia 6amioB LMS, a y ogaoro
OTMEUYEHO 3HaYuTeNbHOE WX HapacTaHue (yxyamenue KT-xapTuHbl) B MaKCHUMAaJIbHO

KOPOTKHM CPOK.
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Ouewka LMS,

Pucynok 86 — Jlunamuka onieHkd LMS y nmanueHToB 0CHOBHOM T'pyIIbI HA (DoHE
TapreTHOM Tepanuu rnpenaparom uBakadrop-tiymakadrop
(rpynma II (IVA/LUM)) [275]
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Pucynoxk 87 — Jlunamuka onienku LMS y naniueHTOB KOHTPOJIBLHOW TPYMIIHI,
He nonyyarmux tepanuio CFTR-monynastopamu (rpynna I Kontposns) [275]

Takum oOpazom, B omnune ot Tepanuu npenaparoM ELX/TEZ/IVA, tapretnas
tepanus komOuHammedn IVA/LUM He o6Onagana mOJOXHUTEIBHBIM 3(PHEKTOM B
otHouieHuu TeueHust MB-acconuupoBansoro XPC B To Bpems, Kak nokaszareau @B/l u

IMPOBOAUMOCTE I10TAa yIy4IIaJINCh, HO OCTAaBaJIMCh BBIIIC ITOPOTOBBIX 3HAUYCHUU.

3akioueHue
HecoMHeHHO, TMOMCK MajblX MOJIEKYJ, CIOCOOHBIX YIYYIIUTH pPadboTy
TpancMeMOpanHbiXx MOHHBIX CFTR kananoB mpu MB, ctanm orpoMHBIM HPOPBHIBOM B
JICYEHUH JAHHOTO JIETAJIbHOTO HACJIEICTBEHHOTO 3a0oneBanus. [Ipu 3ToM KiIMHUYecKue
uccnenoBanua CFTR-monynsTopoB  cHpaBemIMBO OPUEHTUPOBAHbI HAa  OLEHKY

OCHOBHOTO «I11esieBoro» addexra — (QyHKIHUHU JIETKHX, OT KOTOPOTO B HauWOOJbIIEH
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CTEINEHU 3aBUCUT KaueCTBO U MPOJOJDKUTEIBHOCTH kU3HU 00nbHbIX MB. TeM He MeHee,
MIPOTHO3UPOBaHUE BHEJIETOYHBIX 3(dekToB, B T.4. TeueHuss XPC, HeoOXomumo s
JOJITOCPOYHOTO IJIAHUPOBAHUS TEPAIHH, ONPEACICHHS MOKA3aHUN K XUPYPTUYECKOMY
JedeHuto. Pe3ynbrarsl 3TOM yacTy Haield padoThl TOBOPAT O BBICOKOM 3(PhEKTUBHOCTH
«TpoiiHOI» TapreTHoi Tepanuu npenaparom ELX/TEZ/IVA, xotopas comnoctaBuMa win
JaXKe MPEBOCXOAUT PACIIMPEHHBIE CAHHUPYIOIIME XHUPYpPrUdyecKue BmemarenabcTBa. C
MIPAKTUYECKON TOYKH 3PEHUS ITO CYKMBAET NMOKA3aHUA K XUPYPIHUECKOMY JICUEHUIO Y
NAIMEHTOB, MOTEHIIUATbHO «1yBCTBUTENBHBIX) K NOAOOHON Tepanuu, MO>KET yMEHbIIATh
ero 00beM MpU HATMYUU aOCOTIOTHBIX TOKa3aHUM, AUKTOBATh BIKUAATEIbHYIO TAKTUKY.
B 10 xe Bpems, neuenne komOuHanuerr IVA/LUM B pamkax Haiieil BBIOOpKU He
NO3BOJISIET Ipe/cKa3aTh yayduieHue tedeHuss MB-accounnpoBanHoro XPC, HecmoTps
Ha TMOJIOKUTENIbHYIO JUHAMUKY APYTHX Moka3ateneil TedeHus MB (BKitodasi riaBHYHO
XapaKkTEpUCTUKY ITaTOTEHETHYECKOTO MEXaHW3Ma pa3BUTHS — MPOBOAUMOCTH IIOTA,
orpaxaronryro gynkiuo CFTR kanana). [lonuManre OTOPHHOIAPUHTOJIOTOM MPOTHO3a
nrHamMukn nopaxenuss OHII, cpokoB BO3MOXKHOIO YIy4dIIEHHS UM COOTHOILIECHHE C
U3MEHEHUSIMU JIPYTUX ToKa3aTenell TskecTdu Oolie3HM Ha (OHE TapreTHOM Tepamuu
HE00X0IUMO ISl MAKCUMaJIbHO B3BELIEHHOTO MOAX0/1a K BEJIEHUIO0 UM nanueHTa ¢ MB.
VYuuThIBas UL HauaJbHbIE 3TAIbl U3YUYEHUS, MaJIble BHIOOPKU U KOPOTKHE CPOKH
HAOJIONEHUS, TUITAHUPYETCSl MPONOJDKUTh aHAJIW3 JAaHHBIX MO MEpe MX HAKOIJICHHS U
YBEIMYEHHs] BPEMEHM KaTaMHE3a MAalMEHTOB, NOJIYYalOIIUX TAapreTHYI TEpaIumo

MYKOBHCIIM1034.



IJIABA 11. COCTOSIHUE CJOYXA V JETEW C MYKOBUCIII030M

Coctosanio ciyxoBoil (yHkiuu y aereir ¢ MB, 3adacTyro He3acilyXeHHO,
YAESETCs ele MEHbIIIE BHUMaHUs, 4eM artojioruu noinoctu Hoca u OHII. Tem He meHee
MHOTOUYHCJIEHHBIC JIMTEPATYPHBIE JAaHHBIE TOBOPSAT O PHUCKE PAa3BUTUSA XPOHUYECKOU
CEHCOHEBPAIBLHOM TYIOYXOCTH Yy MauMEHTOB ¢ MB, mpexae Bcero, CBA3aHHOM C
CUCTEMHOW  Tepamued  OTOTOKCMYHBIMH  AHTUOMOTHKAMU  (aMHHOTJIMKO3UJIBI,
[JIMKOMEINTH/IbI), KOTOPhIE HAa3HAYAIOTCSI B CBSI3M C PE3UCTEHTHOUN TpaMOTpPUIATENbHOM
nH(pEeKMeNd HIKHUX JIbIXaTelbHBIX MyTel. B OTHOIIEHHH BEPOATHOCTH (OPMUPOBAHUS
KOHJYKTHBHOW TYTOYXOCTH CYILECTBYIOT TPOTUBOPEUMBBIE MHEHUS: OT €€ KPaHE HU3KOU
pacrpoCTpaHEHHOCTH Y TManueHToB ¢ MB (mpu4uHBI 3TOr0 Ha TMEPBBIM B3IV
MapajOKCAIbHOTO SIBJICHUSI MOAPOOHO H3JIOXKEHBI B ToAmniaBe 1.3) 10 KOHCTaTaluu
OOJBIIEH pacIpOCTPAaHEHHOCTH HAPYIICHUS 3BYKOTIPOBEACHUS B PSE OTCUSCTBEHHBIX
pabor [5; 276].

JJ1st BCeCTOpOHHEHN OIIEHKH COCTOSIHUSI CIIyXOBOW (pyHKIMHU y neteit ¢ MB 0bu10
MPEANPUHATO HECKOJIBKO 3TANlOB UCCJIEAOBAHUS C ONPEAECIECHUEM PAaCIPOCTPAHEHHOCTH

CIIyXOBBIX HApYIICHU, UX CTPYKTYpbI, aHATOMUYECKOTO U TEHETUYECKOI0 CyOCTpara.

11.1. DnuaeMHUO0JI0THA HAPYLIEHUH CJIyXa U 0XBAT CYPAOJOTHYeCKUM
o0cJsieloBaHUEM, 110 JAHHBIM AHKETHPOBAHUSA POAUTEIei/IpeACTABUTEIeH
MALUEHTOB

B pamkax oHaitH aHKeTUpOBaHUS poauTesei/mpeacrapurteneit geteit ¢ MB namu
ObUIM NMOCTABJICHBI BOMPOCHI KaK 0 HATMYMH CYOBEKTUBHBIX KaJI0O Ha CHUKEHHE CITyXa,
TaK W TMPOBEACHUM B aHAMHE3€ CYpIOJIOTHYECKOro OOCIIeOBaHUS W YyKa3aHUsS Ha
BHYTPUBEHHYIO TE€PAIIMI0 OTOTOKCUYHBIMU IIpenaparaMu, & UMEHHO:

1. Ecte 1m, Ha Bam B3misia, y Bamero peGenka mpoGiaembl co ciayxoM (4acToe
nepecnpaimBaHie, HEOOXOAUMOCTh YBEIWYEHUSI TPOMKOCTH HCTOYHHUKOB 3BYKa

(My3bIKa/TeNeBU30p/TUIAHIIET))?
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2. llonmywyan nu Bam pebGeHOK aHTUOMOTUKM W3 TPYIIBl AMUHOITIMKO3HIOB
(amMUKaIH, TCHTaMUIIUH, HEOMUIIMH, TOOPAaMUIIUH U T.11.)?7

3. Ecmm Bam pebeHok noryyan aMAUHOTIIMKO3HIbI, TO CKOJIBKO KyPCOB BCETO OBIIO
MIPOBEJICHO?

4. BbIMONHIOCH M ayauOJIOTHYECKOe OO0cCienoBaHue (MCCIEAOBaHUE CITyXa)
pebenka?

5. Enu BBIMONHSAIOCH ayIuoorudeckoe oocieoBanme, Oblia Ji 3a)UKCUpOBaHa
Tyroyxocts? Ecnu 11a, To Kakas (eciu 3Haete)?

6. Eciu 3adukcupoBaHa TYrOyXOCTh, YKaKUTE MOXKAIYICTa CTOPOHY OPAKEHUS
U CTEIICHB, €CII MOXETE.

3a mepuon ¢ 2019 mo 2025 ron Hamu Obuto mosydeHo 503 oTBeTa, KOTOpbIE
TTO3BOJTHIIN penpe3eHTaTUBHO OTPa3HTh CUTYAITHIO HEIOCPEICTBCHHO
POIUTEISIMU/TIPEICTABUTEIISIMY TTAIIIEHTOB.

VYuuThiBas, 4TO HE BCEMU pPECIOHJEHTAMU OBbUIM 3alOJHEHBl BCE ITYHKTHI
ONPOCHHUKA, 00IIIee YMCIIO OTBETOB Ha KaXK/BIM BOIIPOC MOYKET BaPhUPOBATh.

Ha Bompoc 0 CyOBEKTHBHBIX TMPU3HAKAX CHUXKEHHUS CIIyXa TOJOXKUTEIHHO
orBeTui0 85 (17,6%) pecronieHToB, oTpuaresibHO — 399 (82,4%).

VYkazaHusi Ha OMHOMOMEHTHO M CUCTEMHYIO (BHYTPHUBEHHYIO/BHYTPUMBIIICYHYIO),
U WHTAIMIWOHHYIO  TEpamuil0  aHTUOMOTMKAMH  TPYIIBI  aMHUHOTJIMKO3WOB
3adukcupoBanbl y 22 (4,6%) maineHToOB; TOJBKO Ha cUCTeMHYI0 — Y 66 (13,9%); Tonbko
Ha MHTATANUOHHYI0 — Y 179 (37,7%). OTpunarensusiii otBet noiyudeH ot 208 (43,8%)
pecnionzieHToB. CyMMapHO MapeHTepaJbHO aMUHOMIMKO3UIbl monydanu 88 (18,5%)
EeTen.

Cpenu nanueHToB, Moay4YaBlInX aMUHOIUKO3U kI, 104 (21,9%) netsM npoBeneHo
0osee 3 KypcoB JIEUEHHMsI IaHHBIM IIpenapaToM (HE3aBUCUMO OT ITyTH BBEICHMUS).

Cypnonmoruueckoe oOcnenoBanre (HaMH HE YYHUTHIBAJICS HEOHATAIbHBIN
ayJIMOJIOTUYECKUNA CKPUHUHT) KOT/1a-TM00 BBIMOJIHSUIIOCH Jiniilb 89 (18,6%) manueHTam.

[Tpu 3TOM M3 MAIMEHTOB, MOTYYaBIINX CHCTEMHYIO TEPATu0 aMUHOTITMKO3H/IaMH,
UCCJIeIOBaHrEe cliyXa ObUIO TpoBeneHO Julb 15,2%. OXHOTUIIHBIE 3HAYEHHS OXBaTa

JIMAarHOCTUKOW TYTroyXOCTH cpeau Bcex mnanueHToB (18,6%) um OONbHBIX, KOTOPHIM
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IPOBOAWIIACH Tepamusi OTOTOKCHMYHbIMU Tpenaparamu (17%), cBUIETENbCTBYIOT 00
OTCYTCTBUM  KaKOM-TMOO HACTOPOKEHHOCTH B  OTHOIIEHUM PHUCKA  Pa3BUTHUS
AMHUHOTJIIMKO3UIHON TYTOYXOCTH.

N mums 28,2% (24 u3 85) nmerei, poauTeNd KOTOPHIX COOOIIMIM O TMOJO3PEHUH Ha

CHWIKCHUC CJIyXa, OBUI BBITIOJIHEH COOTB@TCTBYIOH_II/II\/’I I[I/IaFHOCTI/I‘-IeCKI/Iﬁ ITIOUCK.

p=0,685
p=0,053
p=0,898
p=0,002
p=0,037
p=01 698 35/16,8%

38/21,2%

173/83,2%

4MCno naumenTos, abe.

141/78,8%
24/28,2%

50 p=0,088 p=0,187
61/71,8%

10/15,2%

56/84,8% 5/22,7%
p=0,552 17mraw p=0,580

HanoBel Ha CHmenHe chyxa Hiranaupostse AT BuyTpusersiie AT MHF anauponh e s sy TpBeH) He nosywanm AT

OBCAe/DBAMAE HE BRINOAHANCCS 06C/e082Hb CYPADNOMAYECKA

Pucynok 88 — Uactora npoBeieHus Cyp0JIOTHIECKOr0 00CIeIOBaHHS B 3aBUCUMOCTH
OT ’kaJIo0 ¥ aHaMHe3a Teparuu

CpaBHeHME dYHCIa W JIOJM TAIMEHTOB, MOABEPTUINXCS aAyJHUOJOTHIECKOMY
UCCJICIOBAaHUIO B 3aBHCHUMOCTH OT JKaJI0o0 © (hpapMaKOJIOTHYECKOTO aHaMHE3a
IPOAEMOHCTPUPOBANIO, YTO 4alle OOcCJIeloBaHME Ha3HAYaloCh MpH HAIUYHH
CYOBEKTHBHBIX JKajo0 MaIlMeHTa WU POIUTENCH/TIPeICTaBUTENICH Ha CHIDKEHHE CITyXa
(28,2%), yeM npu yKa3aHWM Ha BHYTPUBEHHYIO Tepanuio amuHonmmkodunamu (15,2%)
(p=0,037), a Takke 4eM y NAIMEHTOB, HE MOIYYaBLIUX TEPANUIO JAHHOW TIpyMNIon

OTOBECTHOYTOTOKCUYECKUX JIEKapCTBEHHBIX cpencTB (16,8%) (p=0,002) (pucyHok 88).
DTO JOMOJIHUTENBHO OTPA)KAaeT OTCYTCTBHE JOJDKHOTO y4yeTa MapeHTepajbHOU

Teparnvuyu OTOTOKCUYECKUMH aHTUOMOTHKAMHU Kak (pakTopa prucKa pa3BUTHS TyTOyXOCTH.
[IpuBenenHbie B m1aBe 4 pe3ynbraThl aHKETUPOBaHUS LIeHTpOB MyKOBHCHIINI034,
CBUJCTEIBCTBYIOT O  BBIMOJHEGHWH  JIOJDKHOTO  TMPOTOKONA  ayAHOJIOTHYECKOTO
oOcremoBaHMs JeTeH, IO YU BIITNX BHYTPUBEHHYIO TEpaIuro
OTOBECTHOYTOTOKCUYHBIMU TIpenaparaMu, 4To cocTaBuiio 63,8% BKIIOYCHHBIX B

uccienoBanue LleHTpamu. 3T0 MOXKET JEMOHCTPUPOBATH KAK HAPYLIEHNUE METOA0JIOTUU
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coopa undopmanuu B JIIY, Tak M TNOJOXKUTENBbHYIO JIMHAMHKY B BOIPOCE
B3aUMOJICHCTBUSI C PErMOHAIIBHBIMU CYPJIOJIOTHYECKUMHU CIIY’)KOaMH BBHJY TOTO, YTO
anketupoBanue LlenTpoB MB npoBonusiocs Ha HeckonbKo JieT no3xe (¢ 2022 r.) coopa
JTAHHBIX OT OOJIBbIIIEH YacTH poauTenei u namuenTos (¢ 2019 ).

Ponurenu/mpencrasutenu Toabko 8 (9%) oOCiIemOBaHHBIX AETEH COOONTMIIA O
NOATBEPKACHUM TYroyxocTu: y 1 peOeHKa BbIsIBJI€Ha KOHAYKTUBHASI TYTOyXOCTh, ¥ 2 —
cenconeBpanbHas (Il crenenu), y 1 — cMemannas, a B 4 ciaydasX peCHOHJICHTHI HE
CMOIVIM yKa3aTh THUIl CHU)KEHUS CIIyXa.

TakuM 00pa3oM, pe3yabTaTbl 3TON YacCTH UCCIEIOBAaHUS MO3BOJISIOT TOBOPUTH O
HEJOCTAaTOYHOM OXBaTe€ CYpIOJIOTHUYECKMM oOcienoBaHueM paeteit ¢ MB, a Taxke
HaIVISIAHO OTPAXKAKOT OTCYTCTBHE JTOJKHOM HACTOPOKEHHOCTH Y Bpadyei-CIEHAINCTOB
no MB B OTHOLICHMM pHCKAa pa3BUTUA aMUHOIIIMKO3UIHOU CEHCOHEBPAIbHOU

TYTOYXOCTH.

11.2. Pe3yabTaThl HCCJICIOBAHUS CJIYyXa Yy ONIEPMPOBAHHBIX NALUCHTOB

[IpynuMass B pacueT IIMPOKHE JUArHOCTHYECKHME BO3MOXKHOCTH HayuHo-
KJIIMHAYECKOTO  OTJeNa  ayAHOJOTHUH, CIYXONPOTE3UPOBAHMS UM  CIyXOpPEeueBOM
peabunurtaiun @'Y HMUIIO ®MBA Poccun, coBMecTHO ¢ BpayaMU-CypJ0JoraMu
[lenTpa OBLIO MPOBEACHO CYpPAOIOrHYEcKoe 00CIeJ0BaHNEe OOJBIION YaCTH MAllMEeHTOB,
TOCIUTAIM3UPYEMBIX B OTJEJICHUE JACTCKOW OTOPUHOJAPUHIOJOTHM [JISl TUIAHOBOTO
PUHOXUPYPTUUYECKOTO JICUEHUS.

B pamkax sToro stamna pabotsl 66110 00cneaoBano 136 nanueHToB (75 AeBouek, 61
MaJBIMK), B Bo3pacte oT 3 a0 17 ner (9,4+£3,9 ner). B oTHOHmIEHUU KaXA0ro NanueHTa
ObUT M3BECTEH aHAMHE3 CHCTEMHOH Tepanmuu aMUHOITIMKO3MJIaMu (Iperapartbl, J03bl,
JUTUTEILHOCTh U YHUCIIO KypcoB) [248].

[TpoBoaunncy ToHanbHast moporoBast ayauomerpus (TITA), akyctuueckas
UMIIEJAaHCOMETpUsA  (THUMIIAHOMETPUS €  HMHTEpIpETauued  pe3yabraroB 110
Kkiaccudukanuu Jerger U perucTpanms UICH- U KOHTpajarepaibHbIX aKyCTHYECKHUX
pedrexcoB  CTpEMEHHOW  MBIIIIBI), PETUCTpalus  3aJepKAHHOW  BBI3BAHHOU

otoakyctuueckoit amuccuu (3BOAD).
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KomriekcHoe AyaANOJIOTHYICCKOC O6CJI€I[OBaHI/Ie MMPpOACMOHCTPUPOBATIO BBICOKYIO

CTENEHb  COXPAHHOCTU  CIYXOBOM MalUEeHTOB.  AKyCTHYeCKas

byHKIMH Y
umnenancomerpus u perucrpanust 3BAOD ObLIM BHIMOIHEHBI BCEM BKIIOUYEHHBIM B 3Ty
4yacTh uccienoBanus nauuentam, TITA He ynanoch npoectd y 10 maneHTOB MIIaIIMX
BO3PACTHBIX I'PYII B CBA3U C TPYAHOCTSIMH KOOIIEPALIMH.

B pesynbrare akyctuueckoi mmnenaHcomMerpuu u3 136 manmentoB (272 yxa) B
90% ciiydaeB ObUT 3apETUCTPUPOBAH TUI «A» TUMIIAHOTpaMMBI (110 Jerger) ¢ moporamu
pedIieKCOB CTPEMEHHOM MBI HA UTICH- U KOHTpaJaTepalibHbIX CTOPOHAX B MpEeiax
80-90 nb, B 4,4% — TuMnaHorpaMma Tumna «Ay», OTHAKO PedUIeKChl CTPEMEHHOMN MBIIIIIbI
3aperuCTPUPOBaHbI HE ObUTH (B MOCIEAYIONIEM TOJBKO Yy 2 netel (4 yxa) uz 7 (12 ymei)
obuta 3apeructpupoBana CHT [ crenenu), B 4,4% — Tunanorpamma tuna «Cy,
CBUJIETENBCTBYIONIA O CHUKEHUU HMHTPATUMIIAHAIBLHOTO JaBieHus, U juiib B 1,5%
clly4aeB — TUMIaHorpamma tuna «B» (4 mamueHnta, cpenu KOTOPBIX Y 3 MMENI MECTO

OJIHOCTOPOHHUM JKCCYNaTHUBHBIA OTUT, a Y 1 — BpoxAcHHas Xxosiectearoma) [248].

Pesynbrarsl npuBeeHsl B TadauIe 57.

Tabnuna 57 — Pe3ynbraTsl akyCTUYECKON UMIIETAHCOMETPUH Y TalueHToB ¢ MB
(n=136 mammenToB / 272 yxa) [248]

Tun Tum A, Tum A, Tun C, Tun C, Tun B Bcero
THMIIAHOTPAMMBI | a.p. «H» a.p. «-» a.p. «tH» | a.p.«»
ymu/% 244/90% 12/4,4% 12/4,4% - 4*/1,5% 272/100%

*4 manueHTa ¢ OTHOCTOPOHHUM MOPAKECHUEM

[To mamaeiMm TIIA (tabmuma 58), y 5 (4%) mamueHTOB ¢ MYKOBHUCITUI030M
JUArHOCTUPOBAaHA KOHIYKTHBHAs TYTOYXOCTh: y OJHOTO TMAaIllME€HTa C BPOXKICHHOMN
XOJIECTEaTOMOM W OJHOTO C OJHOCTOPOHHHM OKCCYIaTUBHBIM CPETHUM OTHUTOM —
OJTHOCTOPOHHSISI KOHIYKTHBHAs TyroyXocTh Il crenenu; y 3 manueHToB ¢ 3KCCyIaTUBHBIM
CPEIHUM OTHUTOM U JUCHYHKIHMEH CIyXOBBIX Tpyd (C Yy4eToM JaHHBIX HX
TUMITAHOTPAaMM ) — KOHJIYKTHUBHAS TyroyXocTh | crenenu (y JBOMX — OJHOCTOPOHHSIS, Y
OJHOTO — JBYCTOpOHHSs). Y 2 TAIMEHTOB KOHCTAaTUPOBaHA JABYCTOPOHHSSA
CEHCOHEBpasbHas TyroyxocTh | crenenn. B o6oux ciydasx oHa ObLia BIiepBbIC BHISIBIICHA
W CTajJla JMArHOCTUYECKOM HAXOJKOW B paMKax HACTOSIIETO WCCIIEeIOBaHUA.

[IpumedarenbHO, YTO CHCTEMHYIO Tepanuio aMUHOruKo3uaamu (ot 1 g0 4 KypcoB)
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noydanu 20 nereit (14,7%) B nanHo# BeIOOpKE, ogHako o0a nanueHTa ¢ CHT He umenn
yKa3aHWS Ha IOJ00OHOE JICUCHHWE B aHaMHe3e. B CBSI3M C 3THM IOUCK JadbHEHIIMX
KOPPEJSIIIMOHHBIX CBSA3€H B 9TOM HAMNpaBICHUU HE TPEICTABISIICS 1EIeCO00pa3HbBIM.
[TarieHTOB cO cMeIIaHHOK ()OPMOI TYTOYXOCTH B paMKaX MCCJICIOBAaHUS BBISBICHO HE

OBLIO.

Tabnuua 58 — Pe3ynbprarel TOHAIBHOM MOPOrOBOM ayIMOMETPUH Y AllieHTOB ¢ MB
(n=126 mammenToB / 252 yxa) [248]

Crenennb | KonaykruBHasi Tyroyxoctb | CeHcOHeBpaJbHAsl TYTOyXOCTh Hopma
(ymm/%) (ymm/%) (ymmu/%)

Hopma - - 242/96%

I 4/1,6%* 4/1,6%*** -

11 2/0,8%** - -

111 - - -

v - - -

Wtoro 6/2,4% 4/1,6% 242/96%

*2 marueHTa ¢ OJHOCTOPOHHUM MOPaKEHUEM U | MaIMEeHT C IBYCTOPOHHUM MOPAKCHUEM
**) manueHTa ¢ OAHOCTOPOHHHUM MOPAKCHUEM
***) manuenTa ¢ JByCTOPOHHHUM MOPaKCHHEM

Hanuuue otHOocuTenbHO Oosbiiero uncia (4,4% yieit) THMIIaHOTpaMM TUIA «A»
C OTCYTCTBHEM PETUCTPAIIMU aKyCTUUYECKOTO pediiekca CTpEeMEHHOW MBIIIIIBI B OoJee
Hmskot  (1,6%  ymeit) pacnpoctpanenHoctd CHT  TpynHO — OAgHO3HA4YHO
UHTEPHPETUPOBATD.

3BAOD 6b11a 3apeructpupoBana ¢ 0oeux cropon y 114 (83,8%) nanuentos. Y 10
(7,4%) manueHToB He yIaJ0Ch 3aperuCTPUPOBATh OTBET C OAHOU CTOPOHBL, Y 12 (8,8%) —

c AByX (Tabnuia 59).

Tabmuua 59 — Pesynwrarel peructpanuu 3BOAD y nanmentoB ¢ MB (n=136 /272 yxa)
[248]

3BAOD «3aperucTpupoBaHa «He 3aperucTrpupoBana»
yiu/% 238/87% 34/12,5%*

* 12 mManueHToB ¢ ABYCTOPOHHUM MOpakeHHeM U 10 marueHToB ¢ OTHOCTOPOHHHUM MOPAKECHUEM

B uucno nereit, y koropsix 3BOAD 3apeructpupoBaHa He Obliia, BOIIUIH MAIIMEHTHI
¢ nuarHoctupoBaHHoi CHT um 3KcCylaTUBHBIMU CPEJHUMHU OTUTAMH, OJHAKO OCTaJIOCh
11 mauueHToB, C TUMIAHOTPAMMOW THUIIa A M HOPMaJbHBIMU IOpOraMu ciyxa. Cnenyer

OTMETHUTb, YTO Cpead Hux Obul Jumb | pedeHOK ¢ aHaMHE30M CHUCTEMHOMN
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aHTUOAKTEpPUAIIBHOW Tepanuu aMUHOIIMKO3UAAMHM, 4YTO CTaj0 OCHOBAaHHEM HeE
MPOAOJKATh TATBHEHIIIAN TTOUCK KOPPEIISLIHM.

Taxum oOpaszom, Ha TaHHOM 3Tarie paboTel cpenn 136 00cIeT0BaHHBIX MAIIMCHTOB
ObL10 BBIsIBIEHO S (3,7%) nereit (6 (2,2%) ymieil) ¢ KOHAYKTUBHON TYroyXOCThIO U 2
pebenka (1,5%) ¢ nerkoit crenenvto xponmuckort CHT. ¥V omHoro w3 gereit ¢
OJTHOCTOPOHHEN KOHJYKTUBHON TYTrOyXOCThIO ObLIa JMArHOCTUPOBAHA BPOXKIACHHAS
X0JIecTearoma, 4To ObLIO PACIIEHEHO KaK HE3aBUCUMBbIN OT 0CHOBHOTO 3a0oneBanus (MB)
MOPOK pa3BUTHS (MALMEHTY YCIEUTHO MPOBEICHO MJIAHOBOE OTOXUPYPrUUYECKOE JICUCHHE

C MOCIIEAYIONIeH HopMaIU3aluel MOPOroB CiIyxa).

11.3. OueHka COCTOSIHUA CPeHEro yxa 1o JaHHbIM aHAJIM3a 0a3bI KOMIIBIOTEPHBIX
TOMOIPAMM BHCOYHBIX KOCTEH JAeTeill ¢ MyKOBUCUUIA030M

B xone ananmmu3a 60mb110# Be10opkH (n=192) xommbroTepHbix Tomorpamm OHIT u3
HalIEro apxuBa, MOMUMO OOJBIIOrO YHUCIA MMapaMETPOB CO CTOPOHBI CHMHOHA3AJIbHOMN
oOnactu (ONMUCcaHoO B MIaBe 6), OLEHUBAIOCH COCTOSTHUE BHCOYHBIX KOCTEH, KOTOpPbIE
BOUUIM B 30HY ckaHupoBanus B 184 (96,8%) ciuyuasix (368 BHUCOYHBIX KOCTEH).
KayecTBEHHO YUYUTHIBAIMCH COXPAaHEHHE IMHEBMAaTHU3alMU ITIOJOCTEH CpeIHEero yxa
(OapaGanHasi MOJOCTh, THUMIIAHAJIBHOE YCTbE CIYXOBOW TpPYObI, aHTPyM, IpyTue
BO3yXOHOCHBIE KJIETKH COCLIEBUAHOIO OTPOCTKA) M THIl THEBMATH3aLUN COCLIEBHIHOTO
OTPOCTKA (CKICPOTUYECKUI/TTHEBMATHUE CKUM/ AUTIIIOITUYECKHUI ).

DTO MO3BOJWJIO HAa PENPE3eHTATUBHOW Ipynne jereid ¢ MB B nonosHeHue k
ONMKCaHHBIM paHee (YHKIUOHATIBHBIM XapaKTePUCTUKAM CITyXa OI[EHUTh AHATOMUYECKUI
cyocTpar ¢ no3uuui GopMUpPOBaHUS KOHAYKTUBHOUN TYTOYXOCTH.

Cpenunuii Bo3pact manueHtoB coctaBui 7,0 [5,0;12,0] ner. Pacnpenenenue mo
noJty: Masibuuku/neBouku — 51,1%/48,9% (p=0,845).

HecMmotps, Ha BelpaxkeHHOE HHPEKIIMOHHO-BOCHAIUTEIHHOE MOPAXKEHHUE MTOJIOCTH
Hoca, OHII, 3auacTyto — HOCOITIOTKH, THEBMAaTH3alIMsl BCEX BO3JIYXOHOCHBIX MOJIOCTEH
CPEIHET0 yXa OoKazajiach HOpMaJIbHOM ¢ 006enx cTopoH y 172 u3 184 nanuentos (93,5%).
N3 12 yenoBek 8 wWMenM OAHOCTOPOHHEE HApPYLIEHWE ITHEBMAaTH3alUH IOJIOCTEN

cpelHero yxa, 4 — AByCTOpoHHee. Y OOJBIIMHCTBA MAlMEHTOB ObLIO OTMEYEHO JIMIIb
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YaCTUYHOE 3aTEMHEHHE TEeX WM MHBIX OTAEJIIOB CPEIHEro yxa 3a cyeT cyOcTpara
MSATKOTKaHHOW/>KUJIKOCTHOM TIIOTHOCTH. TakuM 00pa3om, u3 368 OlleHEHHBIX BUCOYHBIX
KOCTEW HOpMalibHasi MHeBMaTu3amusi umena mecto B 350 (95,1%). DTor moxkasarenb
OKa3aJiCid 3HAYUTENBHO BBIIIE OXKHIAEMOIO U €Ill€ pa3 MOATBEPKAAET MapaJoKCAIbHO
BBICOKYIO CTCTICHb COXPAHHOCTH ()YHKIIUW CIIYXOBBIX TPYO M BEHTHIAIMH TOJOCTEH
cpenHero yxa y gereii ¢ MB.

OuneHka TUNA TMHEBMATU3AallMM BHCOYHBIX KOCTEH IIOKa3ajda 3HAYUTENIbHOE
npeobmananue (322/87,5%) mHEBMAaTUYECKOTO TUTIA CTPOCHHS COCIIEBUTHOTO OTPOCTKA.
B 30 (8,2%) BUCOYHBIX KOCTSIX TUIl THEBMATU3AIIMK MOXKHO OBLJIO OXapaKTEpPU30BaTh KaK
JTUTUUIOITUYECKUH, OIHAKO BCE OTHU MAIlMEHTHl ObUIM MJaamie S5 JIeT, YTO MOXKET
paccMaTpuBaThCsl B Ka4eCTBE BO3PACTHOTO JTama pa3Butusa. U mumib y 8 manueHToB
(16/12,3% BUCOUHBIX KOCTEH) C OOEMX CTOPOH HMMENT MECTO CKJIEPOTHYECKUUA THUI
CTPOECHHS.

Ha pucynkax 89, 90 orpaxensl oqHoBpeMeHHO KT-kaptuna nonoctu Hoca, OHII,
HOCOIJIOTKA W BHUCOYHBIX KoCTeil. OTYETIIMBO BUIHO COXpPAHEHUE BO3AYIIHOCTH
MOJIOCTEN CpemHero yxa Ha (OHE BBIPAXKEHHOTO MOJMIIO3HO-THOMHOTO TOPaKEHUS

BCPXHUX AbIXAaTCJIbHBIX HYTCI\/’I.
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Pucynok 89 — KT OHII u Bucounsix koctei naiueHTku ¢ MB 11 net (reHotun
F508del/F508del). (a) akcuanbHas npoekius, (0) caruTraibHas MPOCKITNS:
BU3YaJIM3UPYETCs MOJIUNO3HAS TKaHb, PACIIPOCTPAHSIONIASICS B HOCOTJIOTKY CIIpaBa
(Yka3aHO KenToM 3Be3704YKO0 ), TKaHb INIOTOYHOW MUHaIuHbI (ageHounaoB) I-1I ctenenu
(Yka3zaHO KpacHOU 3BE€3/10UKOH ), 001aCTh IJIOTOYHOTO YCThsI CIIyXOBOM TPYOBI CITpaBa
(Yka3aHoO roiy0oi cTpenkoil); (B) akcuaibHas IPOEKIUsl, (I') KOpOHApHas MPOESKITHS:
BU3YaJIM3UPYIOTCS BUCOYHBIC KOCTH C THEBMATH3UPOBAHHBIMU OapabaHHBIMHU
MOJIOCTSIMU (YKa3aHO JKEJITOM CTPENIKOM), COXpaHEHHOW BO3AYIIHOCTHIO TUMIIAHAIBHOTO
YCThS CIIYXOBOU TPYyObI (YKa3aHO (pUOJIETOBOM CTPEIIKOM ), MTHEBMAaTUYECKUM TUIIOM
CTPOEHHMSI COCIIEBUAHOTO OTPOCTKA (YKa3aHO KPACHOM CTPEIKOM)
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Pucynok 90 — KT OHII u BucouHsix kocteit naiuentku ¢ MB 3 et (reHotun
F508del/F508del). (a) akcuanpHas NpOEKLMS: BU3YAIU3UPYETCS MOIUIIO3HAS TKaHb,
pacrpoCTpaHsIOUasics B HOCOITIOTKY clieBa (yKa3aHo kenTou 3Be3104koil), B BUII ¢

00erx CTOPOH — SIBJICHUE «ECTECTBEHHOTO KOHTPACTUPOBAHUS (OTPAXKAET CKOTIJICHUE
IJIOTHOTO THOMHOTO OTAEJISIEMOr0, YKa3aHO OPaHKEBbIMU 3BE3/104KaMU ), 3HAUUMBbIN
00bEM TKaHU ITIOTOYHOM MUHATUHBI (aICHOUIOB) OTCYTCTBYET, 00JIACTh TJIOTOYHOTO
YCThS CIIYXOBOU TPYyOBI ciieBa (yKa3aHO rojiy0oi CTpesIKoi) B HEOCPEICTBEHHOM
KOHTAKT€ C MOJUIIO3HOM TKaHbIO; (0) KopoHapHas mpoeKius, (B,I') aKCHaIbHas
MPOEKIMS: BU3YaJTU3UPYIOTCS BUCOYHbIE KOCTH C MTHEBMATU3UPOBAHHBIMU
OapabaHHBIMU TOJIOCTAMHU (YKa3aHO JKEJITOU CTPEJIKOM ), THEBMATUUECKUM TUIIOM
CTPOEHHMSI COCIIEBUIHOTO OTPOCTKA (YKa3aHO KPACHOM CTPEJIKOI) U MMHeBMAaTHU3aIue
CKYJIOBOTO OTPOCTKA BUCOYHOM KOCTH (YKa3aHO 3€JIEHOM CTPENKON) (M300paskeHUs
C HEOOJIBIIMMH IBUTATEIHHBIMH apTe(daKTamMu)
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TakuM 00Opa3oM, BOMPEKU OXKHUJIAHUSM BBISBUTH BBICOKYIO YACTOTY MAaTOJOTUHU
cpeaHero yxa Ha (hoHe noynuno3Ho-rHorHoro XPC, ocoOeHHo y aeTel, aHaimu3 00IbIIOro
apxuBa KT BHCOYHBIX KOCTEHM POCCHUCKHX ManueHToB ¢ MB npoaemoHcTpupoBai
MUHUMAJIBHYIO WX BOBJIEYEHHOCTb, YTO COOTBETCTBYET HMEIOIIMMCS 3apyOeKHBIM

JTaHHbIM [221; 277].

11.4. Ouenka renern4eckux GaKTOpoOB pHCKAa CEHCOHEBPAJIBbHOM TYTOyX0CTH
y JAeTeld ¢ MyKOBHCIH/I030M

B HacTosimee Bpems pe3ynbraThl UCCIEAOBAaHUN B 00JaCTH (PapMaKOT€HETUKU HE
OCTaBJISIOT COMHEHUH, 4YTO YBEJIMYECHHE PUCKA OTOTOKCUYHOCTH AMHUHOIIMKO3HUIOB
TEHETUYECKU JIETEPMUHHUPOBAHO U CONpsDKEHO ¢ moiaumopdusmMom reHa [2S rRNA
mutoxoHApuansHo JIHK u, Takum 00pa3om, HaAcCIEAYyIOTCS TOJBKO MO MaTePUHCKOM
auHuy [22]. Camblil yacTblil BapuaHT T.H. HecuHapoMmaibHoi CHT cBsizaH ¢ maronoruei
OenKa KOHHEKCHH 26, KOTopast 00yciioBieHa MmyTanueil B rene GJB2 Ha JUIMHHOM ILIeue
13 xpomocomsl [243].

B cBsi3u ¢ 3TUM HamMu ObUT MPOBENECH MOUCK STUX T'€HETUYECKUX TETCPMUHAHT
cpeau aerevi ¢ MB B cpaBHEHHMH ¢ KOHTPOJIbHBIMU T'PYIITAMMU.

['eneTnyeckoe HCCIEOBAHUE BBHIMOIHAIOCH Ha 0a3ze MeIUKO-TeHEeTHYECKOTO
HaygHoro 1eHTpa uM. akamemuka H.II. boukoBa. Ompenenenne myrtamuii c¢.35delG
(camoii yacroit) B rene GJB2 (13 xpomocoma, snepHast IHK) u A1555G B rene 125 rRNA
(mutoxonapuansHas J[HK) Osuto mpoBemeno 215 marmueHTaM ¢ MYKOBHCIHIO030M
(TpyIina 4acTUYHO MepPeCceKaeTcs ¢ IPYNIon ayaAnoJ0rnYecKoro 00cae0BaHus, MO/IIIaBa
11.2), u B xauectBe KOHTpoJiA — 106 nersaMm ¢ OGponxuanbHOi actMoi u 103 370poBEIM
netsiM. Bospact Bo Bcex rpymnmnax konebancs ot 3 go 17 ner (8,8+3,8 ner).

['eHeTnyeckoe UCClEIOBaHUWE BBISIBUIO OJUH  CIydail Te€TepO3UrOTHOTO
HocuTenbcTBa MyTanuu c.35delG B rene GJB2 y nanuenta ¢ OpoHxuanbHON acTMoi. B
rpymne nanueHToB ¢ MB (n=215) myTtaiuu B rene KoHHEKCUHA 26 00HApY>KEHBI HE OBLIH.
Hu onnont myranun A1555G kak B rpynne nanueHToB ¢ MB, Tak M B KOHTPOJBHBIX
IpyMnax BbISBJICHO HE ObUIO. YUMTHIBas HE3aBUCUMOCTb HaciienoBaHuss MB u rena

A1555G, MBI OIIEHWIM BEPOATHOCTh €ro BCTPEUYAEMOCTH BO BCEH Halled BBIOOpKE



285

(n=424). Takum 00pazom, ¢ MOMOIIbIO TOYHOTO BapUaHTa TeCTa XU-KBAJPaT BEPOSITHOCTh
myTaiuu A1555G muroxonnpuansHoit JJHK Obuta onenena kak (0% AU: 0%-0,87%)
npu p=0,05. Yactora HocuTenbcTBa oaHoM MyTanuu c.35delG B rene GJB2 B Haiei
obmeit BeIOOpKe coctaBwia (0,23% HAU: 0,06%-0,87%) npu p=0,05. To ects,
OPUEHTHPYSACh HA BEPXHHUE TPAHUIIBI JOBEPUTEILHOTO MHTEpBasia, 00€ MyTallid MOTYT
BCTPEYATHCSA 3HAUYUTENBHO pexe, ueM | HocuTenbcTBO Ha 100 OONBHBIX (711 MyTaIluu
c.35delG B rene G.JB2 3T0 nuIlb BEPOSTHOCTH I€TEPO3UTOTHOIO HOCHUTENIHLCTBA). B
rpymnne nauueHToB ¢ MB He oTMmeueH 6osee BBICOKHI PUCK HOCHUTENIBCTBA MCKOMBIX
NaTOreHHBIX BApUAHTOB T€HOB, YTO MO3BOJIIET TOBOPUTH O COMOCTABUMOM C OOUIEH
IONYJISALMEN PUCKE pPa3BUTHA KaK «aMUHOITIMKO3WJIHOW», TaK M HAaCIEACTBEHHOU

HecunpomansHoit CHT B rpynme agereit ¢ MB [248].

3akioueHue

Ota Yacth paboThl ObLTa MPU3BAHA BCECTOPOHHE M3YYUTH MPOOIEMY COCTOSHUS
ciyxa y nereid ¢ MB B CBA3U ¢ HAJIMYMEM TMIOTETUYECKUX (DAKTOPOB pUCKA PA3BUTHS
KaK KOHAYKTMBHOW, TaK M CEHCOHEBPAJIBHOW TYroyXOoCTH. BeposTHOCTH HapylieHus
3BYKOMPOBEJEHUSI MOKET 0a3upOBaThCA HA HAIWYUU Y TOAABIISIIONICH 10U MallUeHTOB
TSKEJIOTO XPOHUYECKOTO MH(PEKIIMOHHO-BOCIAIMTEIBHOTO IMpoliecca B MOJOCTH HOCA,
OHII u nHocornotke (MB-XPC) 1 u3BecTHOI! ero cBsi3u ¢ PpyHKIUEH CIyX0BOW TpyOBI U
coctostHueM cpeanero yxa. Puck CHT, B nepByro ouepesp, CONPsKEH C OTHOCHUTEIIBHO
4acTbIM HA3HAYEHHWEM CHCTEMHBIX aMUHOIVIMKO3UJIOB M psAlda APYTHX IpenaparoB ¢
MOTEHIIMAJIIOM OTOBECTUOYIOTOKCUYHOCTH (TJIIMKONENTUIbI, MAKPOJIUIBI).

AHaM3 oXxBara ayauoJOTHYECKUM oOciieoBaHueM Jereit ¢ MB Ha ocHoBaHUM
OHJIAH-aHKETUPOBAaHUS BBISIBUI penkoe ero BeinoiHenue (18,6%). HMuunmanus
CYpPAOAMArHOCTUYECKOTO TOUCKA, COIIACHO MOJIYYEHHBIM JAHHBIM, JOCTOBEPHO Yalle
OblTa  compsbDkeHa C  CyOBEKTMBHBIMH  KaJo0aMU  TMAIMEHTOB  W/WIM WX
poauTenei/mpeacTaBuTeNied Ha CHUKEHHE CiIyXa, YeM C OIIEHKON (PakTopoB pucka
dbopmupoBanus CHT. ®dakt 6osee peakoro npoBeneHuss 00CiieIOBaHUs Y MAIMEHTOB C

MB, nosy4aBmMX BHYTPUBEHHYIO TEpaNU0 aMHUHOIMKo3uaamu (15,2%), yuem Bo Bcel
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IpyIIe aHKeTUpOBaHHBIX MauueHToB (18,6%), yka3bpiBaeT Ha OTCYTCTBUE KaKOW-IHOO
CYPZI0JIOTMYECKOM HACTOPOKEHHOCTH.

Tem He MmeHee, pe3ynbTaThl aHKETUpOBaHUS Bpadeil LleHTpoB, KaOWHETOB U
OT/EJIEHUI MYKOBHUCLN03a TOBOPAT O Ha3HAYEHUM ayJUOJIOTMYECKOr0 00CIeI0BaHUS B
63,8% ciyuyaeB Tepanui OTOTOKCUYHBIMU Mpenaparamu. BeposiTHO, 3TO CBA3aHO C TEM,
YTO aHKETHPOBaHUE OOJIBLICH YacTU MAIMEHTOB OBLIO MPOBEACHO 10 YTBEPKACHUS U
BHeApeHus: KimmHnyeckux pexomennanuil «Kucto3usiii ¢pubpo3 (MyKoBHCLIHI03)», TIE
UMEIOTCSl YETKUE YKa3aHUsl Ha HEOOXOIUMOCTh KOHTPOJISL CITyXOBOM (DyHKIIMH y TaHHOM
HOATPYIIbl MAlUEHTOB, a oOmnpoc LIeHTpOB BBINONHAICA B <«3pYy» KINHUYECKUX
PEKOMEH AN,

Pe3ynbTaThl BCECTOPOHHETO HCCIIEOBAHUS COCTOSIHUS OpraHa cilyXa y 10CTaTOYHO
Oomnpiux rpymnmn aeted ¢ MB nokaszano cpaBHUMYIO (HIIH e JIaKe MEHBIIYI0) ¢ 0OIIe
HOMyJSIUEN pacnpOCTPAaHEHHOCTh KOHAYKTHBHOW Tyroyxoctu (2,4%). IlomoOnas
CpPaBHMTEJIbHAS UHTEPIpPETALUs 3aTPyJHEHA B CBA3U C OOJIBIIUM Pa3dpOCOM JaHHBIX O
pacipoCTPaHEHHOCTH KOHJIYKTHUBHOW TYrOyXOCTH CpeAu JAeTed B o0meM u3-3a
CIIO)KHOCTH y4YeTa €€ HEBBICOKMX CTeNeHel. DTo 00ycHIOBIEHO OOJIbIION YacTOTOM
OCTPBIX M JKCCYIAaTUBHBIX CPEJAHUX OTUTOB, a BCJIEJACTBUE 3TOTO TPAH3UTOPHOCTBHIO U
(GIIIOKTYUPYIOIINM XapaKTepOM MOPaKEHHs MPOBOIAIIETO amnmapara cpeaHero yxa. Tem
HE MeHee, HauOojiee KpYIHBIE HCCIEAOBAaHUS TOBOPAT O  IOKa3aTesix
PacpoCTPAaHEHHOCTH KOHAYKTUBHOM TYrOyXOCTH Y JI€T€l JIOIIKOJBHOTO M MJIAIIEro
LIKOJIBHOTO BO3pacTta, paBHOM 12,4-13,3% [278; 279]. Pesynbrarel KT-Busyannzanuu
368 BHCOYHBIX KOCTEH MOKa3ajdu HAPYLICHUE MHEBMATU3AIMU MOJIOCTEH CPEIHEro yxa
(aKkccynar/oteyHass  ciau3ucTas  000704YKa) Kak  MopdosiorMueckui - cyOcTpar
KOHJIYKTUBHOW TYrOyXOCTH JIMIIb B 4,9% ciydasx. Y NOJABISIOLIErO Yncia MalueHTOB
OTMEYEH ITHEBMATUYECKUN TUI CTPOCHHUS COCLIEBUAHOIO OTPOCTKA. Bce 310 ykasbIBaeT
Ha HOpMaJIbHOE€ (PYHKIIMOHUPOBAHUE CIYXOBOH TPyObl M OTCYTCTBHE IOBBIIIEHHOTO
pHCKa COITYTCTBYIOLIEH MAaTOJIOTUU CPEIHETO yXa y nerer ¢ MB.

Yactora CHT cocraBuna 1,6% (pacnpoctpanennocts CHT B neTckoM Bo3pacte B

Poccun cocrasnsier 0,14% [280]). IIpu stom 3apeructpupoBansl ciiydyau CHT nerkoit
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CTENEHU U HU B OIHOM Cllydyae OHa He Obula CONpsyKEHa HU C ONMCAHHBIMUA MYyTallUsIMHU,
HU C aHAMHE30M Tepanuy aMUHONIUKO3UAAMU.

Takum 0Opa3oM, MOKHO TOBOPUTH O HOPMAJILHOM (PYHKIIMOHUPOBAHUH TOJIOCTEN
cpeanero yxa npu MB, Bonipexku 0)KUIaHUAM, CBSI3aHHBIM C BBIPAXXEHHBIM I10PaXEHUEM
BEPXHUX JIbIXaTeNbHBIX myTe Ha ¢oHe 3aboneBanus. [llupokoe mnpumeHeHHE
AMUHOITIMKO3UJIOB CHCTEMHOIO JE€WCTBUSA, IO [JAaHHBIM MHOTMX HCCIJIEOBAaHHM,
dbopMupyeT TMOBBIMICHHBIM PHUCK Pa3BUTUS OTOTOKCHUYECKON CEHCOHEBpaJbHOMU
TYTOYXOCTH, OJHAaKO B paMKaxX HAIETO MCCIEAOBaHUS JAHHBIX 332 PEAIHM3ALUIO0 ITOTO
PHUCKa MOIYYEHO HE ObUIO. DTO MOXKET OBITh CBA3aHO C TEM, YTO B HETO ObUIN BKJIFOYEHBI
TOJIBKO JI€TH, & OTOTOKCUYHOCTh aMUHOITIMKO3HUJIOB KOPPEIUPYET C CYMMAapHOM 0301
npernapara ¥ 4HMCIOM KypCOB, T.6. MOXKET «HaKarlIMBaThCS» WM TPOSBIATHCS B Oosee
crapmieM Bo3pacTe. Kpome TOro, moBpekIeHHE PELENTOPHOIO anmnapara YIUTKH
HauyMHaeTCs ¢ 0a3aJbHOTO 3aBUTKA, T.€. C OOJIACTH BBICOKUX YaCTOT, KOTOPOE HA CaMbIX
pPAaHHUX dTanax HaXOAATCS 3a MPEAETIaMU UCIIOJIb30BAHHOW HAMU TOHAJIBHOM IMOPOTOBOU
aymioMeTpud B cTaHgapTHoMm nuanazoHe (mo 8000 I'm). Hanwmuwme nanueHTOB C
HEOOBSICHUMBIM OTCYTCTBHEM PETUCTPALIMU aKYCTHUYECKUX PEPIEKCOB CTPEMEHHOM
Mbpimiel 1 3BOAD npu HOpMalbHOM THIE THUMIAHOTPAMMBbI, MO-BUAUMOMY, CTOUT
paccmarpuBarh Kak 0coOyl0 Tpymnmy pucka ¢ CYOKIMHUYECKUM KOXJIEapHBIM
NOpaXEHUEM M MPOAOIDKATh UX JAMUHAMUYECKOE CYpIOJIOTUYECKOe HaOIIoIeHue.
PenkocTe MyTanuii, CONpsKEHHBIX C Pa3BUTHEM KaK HACJIEACTBEHHON HECUHAPOMAIbHON
CHT, Tak 1 aMHUHOIIMKO3UTHOW TYTOyXOCTH, CTABUT MO COMHEHUE HEOOXOUMOCTh HX
PYTHHHOIO MOUCKa y Bcex marueHToB ¢ MB (mpexae Bcero, ¢ MeIuKO-3KOHOMUYECKUX
NO3ULIMI), OJHAKO MOXKET pacCMaTpUBAThCS KaK OMUMOHAIBLHOE MCCIIEHOBAaHUE MEpe
CTapTOM BHYTPUBEHHOM Tepanuu aHTUOMOTUKAMU JAHHOTO PsiAa JJis BBISIBICHUS PEIKUX
MAKEHTOB C BBICOKMM PHUCKOM TSKEIOW TYrOyXOCTH U DIIYXOThl M HWHJIWBUIYAJIBHOU
CMEHBI CTPaTeruy aHTUOAKTEpUAIbHON TepaIuu.

[lonyyeHHbIE HaMU peE3YyJNbTATBl HE TMO3BOJISIOT OTKA3aTbCsl OT NPUHATOTO B
HACTOAIIIEE BpEMS MPOTOKOJIA CYPAOJIOTHYECKOr0 COMPOBOXKIEHUS Oo0abHBIX MB,
OCTaBJIAI HUX B 30HE OCOOOr0 pHCKa IO Pa3BUTHIO CEHCOHEBPAJIbHOM, HO HE

KOHAYKTUBHOU TyTOYXOCTH [248].
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Y4uTHIBas MOMyYEHHBIC PE3YAbTATHI, C KIIMHUYECKOW TOUKU 3PECHUS, TTOSIBIICHUE Y
pebenka ¢ MB w/uiam ero poauTeNei/3aKOHHBIX MpeJCTaBUTENeH kajno0 Ha
CyOBEKTUBHOE CHIIKEHHUE CIIyXa JIOJDKHO OBITH CBSI3aHO JICHAIMM BpPAdOM, B TEPBYIO
odepelb, ¢ BO3MOKHOCTHIO pa3Butus CHT, a He mopaxeHust CpeTHero yXa, uyTo JeNacT
HEIMO3BOJIMTEIIbHON  BBDKUIATCIIBHYI0O TaKTHKY, KaKk Yy TMalMeHTOB B  0O0mIei

MEINATPUYECKON MMPAKTHUKE.



OBULIEE 3AK/IIOYEHUE

PesynbraThl  MPOBEACHHOTO  MHOTOCTOPOHHETO  WCCJENAOBAHUS — MPOOJIEMBI
nopaxxenuss JIOP-opranoB Ha (oHEe MYyKOBUCLMIO032a y JETEH C IeJbl0 CO3JaHus
3¢ (PEKTUBHBIX METOJIOB PaHHEN NMATHOCTUKU U JICYEHUS XPOHUUYECKOTO PUHOCHHYCHUTA
U npodUIAKTUKH HApPYNIEHWW CllyXa TIO3BOJIMJIM PEHIUTh €€ Ha  HOBOM
METOJ0JIOTUYECKOM YPOBHE, KOTOPBIA XapaTepHU3yeTCd BHEAPEHHWEM B ITOBCEAHEBHYIO
MPAKTUKY BBICOKOTOUHBIX MeTO10B Bu3yanusaiuu (MCKT), reHeTHuecKux TEXHOIOTHIA,
HOBBIX 3HJOCKOIIMYECKUX XUPYPrUUYECKHUX TEXHUK W HMHHOBAIIMOHHBIX METOJOB

JedeHus — npexae Bcero, npuMmenenne CFTR-monynstopos.

dnuaeMnoJ0orudeckue q1anubie 0 nopa:xkennu JIOP-opranos Ha gpone

MYKOBHCIM/1032 Y AeTeld M OPraHM3anus CreuaJu3upoOBaAHHON IOMOLIH

Monuduxarus kputepueB yuera nopaxkenuss OHII B Peructpe nanuentos ¢ MB B
PO B 2020 um 2021 rr. mpuBena K TOAy4YEeHHUIO Oo0Jiee TOYHBIX JAHHBIX O
pactipoctpaneHHOCTH MB-XPC kak B menoM, Tak M ero ¢GopM B OTAEIBHOCTH.
ConocTaBUMOCTh IOKa3aTelIed pPacHpOCTPAaHEHHOCTH, IOJYYEHHBIX OT Bpadel Ipu
co3nanuu Peructpa 2024 r. (69,6%, n=2351) u pa3ynbratoB OHJIAH aHKETUPOBAHUS
pEeNpe3eHTaTUBHON BBIOOPKM TaIlMEHTOB/poauTeneil mnanueHToB (68,2%, n=487),
CBUJICTEIBCTBYIOT 00 uX O0OBEKTUBHOCTH. KOHCTAaTHpOBaH HEYKJIOHHBIA pOCT
kymysTuBHOM yacToThl XPC ¢ Bo3pactoM u cmeHa nipeobnananust XPC 6e3 HIT na XPC
¢ HII kxak sTamoB OgHOTO M TOrO K€ IATOJIOTMYECKOIO IpoLecca. YCTAaHOBIEHO, YTO
ucnonb3oBanue kputepueB EPOS s ckpuauaroBoit auarnoctuku XPC B HanOobiiei
CTEIIEHU IPUMEHUMMO B BO3pacTe 10 7 JIET, IIOCIe KOTOPOr0 HMX JIHWAarHOCTUYECKas
LIEHHOCTh CHMKaeTcs. [loHMMaHWe TOYHBIX SNHUAEMHUOJIIOTHYECKUX IOKa3areled B
otHouieHUU TnopaxkeHuss JIOP-opranoB Ha ¢one MB 1o03BONIHMT ONTUMU3UPOBATH
OPraHU3alHI0 OTOPUHOJAPUHIOJIOTHUYECKOW ITOMOIIM 3TOM TIpPYIIE IAlUEHTOB IO

CPAaBHCHUIO C HACTOAIMIUM €€ COCTOAHHNCM, KOTOPOC TAKIKEC OBLIO HN3Y4YCHO.
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OneHka cucTeMbl OKa3aHUs JUArHOCTUYECKOM U JIeueOHOM MOMOIIHN 10 MPOUITIO
«OTOPUHOJIAPUHIOJOTHS»  neTaM ¢ MB  Ha  OCHOBaHMM  AHKETUPOBAHUS
58 LlentpoB/oTaenennit MykoBUCUIIA03a B 45 pernonax P®, Ha TeppUTOPUSIX KOTOPHIX
npoxuBaet 79,3% nereit ¢ MB, noka3zana cneayromee. Boicoka morpednocts (43,1%) Bo
Bpauax-OTOPUHOJIAPUHTOJIOTAX,  OONANaloIMUX  PACHIMPEHHBIMA  3HAHUSAMH 00
OCOOCHHOCTSIX TEUEHHMS, JUArHOCTUKH, KOHCEPBATUBHOIO U XHUPYPrUUYECKOrO JICUEHUS
JIOP-naronorun y nereii c MB HecMmoTps Ha To, uTo B cocTtase 74,1% LlenTpoB numeercs
KOHCYJIBTaHT-0TOpUHOIApUHTOJIOT. B 33% yupexaenuii He coOMoaaeTcsi yCTaHOBICHHAS
Kimmanuecknmu PEKOMEHIalHsIMU KpPaTHOCTH OTOPUHOJIAPUHTOJIOTUYECKOTO
HAOJIOZICHNS; BRISIBJICHO HEIOCTAaTOYHOE MTPUMEHEHUE YHI0CKOMMYECKON BU3yaIU3aITUU
(OTCYTCTBYET BO3MOXXHOCTH TpoBeneHus sHpockonuu B 24,1% llentpos/oTaenenuii),
a JIITY 2 pernoHoB cOOOMIMJIM O TEXHUYECKONM HEBO3MOXKHOCTH BbImojgHeHuss KT
OKOJIOHOCOBBIX Ma3yX.

MOHMTOPUHT ~ MHUKPOQJIOpPBl ~ BEPXHUX  JIBIXaTEIbHBIX MyTeHl  PEryasipHO
npakTukyercss B 65,5% llenTtpoB. Ayauosorudyeckoe oOcieIoBaHUE JeTed B
cooTBeCTBUUU ¢ KIIMHUYECKUMH peKOMEHauusiMu poBoautces B 63,8% ydpexaeHuii-
PECIOHAEHTOB, OJIHAKO MpU 00pabOTKE Pe3yabTaTOB aHKETUPOBAHUSI CAMUX MAIIMEHTOB
(poauTeneil MalMEeHTOB) OXBAT AMATHOCTUYECKON CYPAOIOTHUECKOM MTOMOIIBIO COCTABUII
Bcero 18,6% BHE 3aBUCUMOCTH OT HAJMYUS WM OTCYTCTBUS (haKTOPOB PHCKA PA3BUTHS
Tyroyxoctu  (Ipexzae  BCero, Tepanmus  OTOTOKCMYHBIMM  AHTUOMOTHUKAMM).
B GonbmuncTBe LlenTpos/otnenennii (74,1%) 3aperucTpupoBaHO HETOCTATOYHOE YUCIIO
HanpasJIeHU koHcepBaTuBHOU Tepanuu XPC ¢ Hanbosnee peKuM Ha3HAYEHUEM CPEICTB
UPPUTALIMOHHOM M  TOMHUYECKOHM aHTUCENTUYECKOI/aHTHOAKTEpUATIbHOW —Tepanuu.
BrisiBeHHBIE HEIOCTATKU CTAJU MPEANOCHUTKON 71 pa3paboTku u BHeapeHus B GI'BY
HanuonanbHbIl MEQUIIMHCKUN HCCIEAOBATENBCKUM LIEHTP OTOPUHOJAPUHIOJIOTUU
OMBA Poccuu [lomomHuTenpbHOM mpodecCUOHATBLHON TPOrpaMMbl  MTOBBITIICHUS
kBaupukanuu « MyKOBUCIIUI03 B OTOPUHOIAPUHTOJIOTUYECKON TTPAKTUKE» JIJIs1 Bpadyeil-
OTOPUHOJIAPUHTOJIOTOB.

[IporHo3upoBaHrMe Harpy3ku Ha peruoHajibHble [leHTphl MYyKOBUCLHI03a

BO3MOXKHO B CBSI3M C HAJIWYHWEM B Hallleu CTpaHC CKCTOAHOIO PCFI/ICTpa IIanucHTOB C
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MYKOBHUCIIMIO30M, B  KOTOPDOM  OTP&KEHO OOJBIIOE YUCIO  JIaHHBIX IS
pa3HOHANPABIEHHOTO aHalIW3a. B paMkax HcCCIeNOBaHWsS Ha OCHOBAHUU JIaHHBIX
Peructpa 2021 1. ObUIM NPOCIEKEHBI ACCOLUAIIUN MEXIY MHOXKECTBOM XapaKTEPUCTUK
teuenus MB u nanuuuem XPC, a Takxe ero GopmMoit v MOTPEOHOCTHIO B XUPYPIUIECKOM
JI€YEHUH KaK CypOTaTHOTO KPUTEpHUsl THKECTU MOPaKEHUS CHMHOHA3aJbHOW 00IacTu.
CrarucTuyecky 3HaYMMBbIE CBSI3U ObLIH BhIsABNIEHBI B oTHOIIeHUH XPC u 50 mapameTpos
TeyeHus MB.

[TponemoHcTprpoBaHHasi BbICOKAs pacnpocTpaneHHOCTh XPC y nmanuentoB ¢ MB
Y BBIBIICHHAs TECHAs NATOTEHETHYECKas CBSI3b C IOPAXKEHUEM JIPYTHX OPraHoB
MO3BOJIMJIM TOBOPUTH 0 BocnanuteabHoM nporecce B OHII He kak 00 ociokHEHNH, a Kak
O TPOSIBIIGHUM OCHOBHOTO 3a00JieBaHUSI — MYKOBUCUUAO3a, U, MOTYEPKHUBAS
NPUHALIIEKHOCT, K ocobomy ¢denotuny XPC, o6ocHOBaTh BBeJEHUE TEpPMHUHA

«MYKOBHUCLHI03-aCCOLMMPOBAHHBIN XPOHUYECKUN PUHOCHUHYCUT.

JlyyeBasi ceMMOTHKA MYKOBHCLIHMI03-2CCOLMUPOBAHHOIO0 XPOHUYECKOT0
PHUHOCUHYCHTA

Oxapaxkrepu3oBaHa yy4yeBas ceMuotuka MB-XPC B poccuiickoil KOropte JIeTeu.
YcranosieHo, yto B ommune or CHIA u EBponbl, MeHbpIIEH NaTOTHOMOHUYHOCTBIO
00J1a/1af0T TaKMe MPU3HAKK KaK a- ¥ TUTIOTUIA3Usl JIOOHBIX U KIMHOBUIHBIX Ta3zyXx (20,5%
1 36,3% cooTBeTCTBEHHO). CaMbIM 4aCThIM PEHTICHOJIOTHYECKUM MPU3HAKOM 0Ka3aJI0Ch
SIBIICHHE «ECTECTBEHHOTO KOHTPACTUPOBAHUS» MSITKOTKaHHOTO cyoctpara (97,9%),
KOTOPO€ MpPH COMOCTABICHUU PEHTTCHOJOTMYECKUX W MHTPAOINEPAIIMOHHBIX JAaHHBIX
OTPAXKAET HAIIMYME TYCTOTO THOMHOIO COAEPKUMOTO U XAPAKTEPU3YETCS MOKa3aTresieM
MaKCHMaJbHOM  PEHTIE€HOJOTMYCKOM  IJIOTHOCTH 100,0 (87,0;112,0) HU.
JlnarHoctrueckasi EHHOCTh ATOrO MpPHU3HAaKa OIpenesnser TpeOOBaHMUS K MPOTOKOITY
aydeBoro wuccienoBanus, noapasymeBaromuidi MCKT ¢ MSTKOTKaHHBIM PEXKUMOM.
['mmore3a o CBsI3M IUIOTHOCTH odYara ¢ BHJIOBBIM cocTtaBoM mukpodiaopsl OHII He
MOATBEPINIIACH.

Hanuumne ¢peHoMeHa «eCTECTBEHHOTO KOHTPACTUPOBAHUS» M PEHTTC€HOJIOTHYECKAs

IJIOTHOCTh O4Yara KOppeJMpyrT C «TshKeCThio» reHoruna no reny CFTR. Kpome Toro,
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npu «TspKeabix» renotunax KT-kapruna OHII, onenennas B 6amnsHoM cucteMe Zinreich
(xak Oosee TouHOM, yeM LMS) crarucTuyeck 3HaUuMO XyKe, YeM MPU «MSATKUX.
HenoooneneHHbIMY B TPEAIIECTBYIOMINUX UCCIENOBAHUSIX XapAKTEPUCTUKAMU IIPU
ounenke KT OHII aereii ¢ MB okazanucek koctHas aectpykuus creHok OHII u cie3nsix
nyTei, KoTopble oTMeueHbl B 45,8% u 10,5% ciiydaeB coOoTBeTCTBEHHO. B pamkax paboTsl
BIIEPBBIC B MUPE BBISIBIICHO BOBJICUCHUE B MATOJOTMYECKUN MPOLECC KOCTHBIX CTEHOK
CJE3HBIX MYTEW, HApyLIEHUWE MPOXOAMUMOCTH KOTOPBIX B PANE CIYy4aeB HMENH
COOTBETCTBYIOIIME  KJIMHUYECKUE  NPOSIBJICHHS, TAKXKE€  IMPOAEMOCTPUpPOBAHA
BO3MOYKHOCTh  BBINIOJIHEHUS OJIHOMOMEHTHOW ¢  BMmemarenbctBoM Ha  OHII
SHJIOCKOTIMYECKOW HHJOHA3aJbHOM JAKPUOLUMCTOPUHOCTOMUU C  TOJOKHUTEIbHBIM

s dexTom.

Xupyprudeckoe je4eHue 1 MUKPOOHOJIOrHYeCKUH CTaTyC pecnMpaTOpPHOro
TPaKTa

[Ipecnenyss 3amady pa3pabOTKA ONTUMAIBHOTO M CTAHAAPTU3UPOBAHHOTO
XUPYPTUYECKOTO TMPOTOKOJA, HAa OCHOBAaHWW aHalM3a oOmbIiTa 225 ONepaTHBHBIX
BMemarenbeTB y 186 aereit ¢ MB-acconunpoBanabsiM XPC, ObUT Npe/jIoKeH U BHEAPEH
METOJ] DHJIOCKOMUYECKOW TMOJIMCHHYCOTOMHUHU, BKIIIOYAIOMUNA MOIUMDUIIMPOBAHHYIO
OHAOCKOMUYECKYI0 MEIUAbHYI0 MaKCHJUIDKTOMHUIO C YIAJCHUEM BCEU CIU3UCTOMN
o6omouku BUII (ITatent Ha u3obperenne PO No RU2808665 ot 30 HOsi6ps 2023 r.
«Croco® XUPYpPruvecKOro JICYCHHUS XPOHWYECKOTO DPHHOCHHYCHUTA Y TMAIMEHTOB C
MYKOBHCIIM030M»), KOTOPBIA MPOJAEMOHCTPUPOBAI CBOKO  A(PPEKTUBHOCTH IO
CPaBHEHHUIO CO «CTAaHIAPTHBIM» O0BEMOM (PYHKIIMOHAJIBHOM 3HIOCKOIMHUYCKON CHHYC-
xupypruu (FESS).

[IpeumyiiecTBa MOAXOAA 3aKIIOYAIUCh KAK B CHUKEHUM NOTPEOHOCTH B
PEBU3HOHHON XUPYPIUH B T€UECHUE 18 MecdAleB kKaTaMHe3a, TaK U TOCTHKEHUU y 26,6%
neteit kocTHO-(hrOpo3Hoit odnmurepanu BUII, uTo siBUIOCH OIaronmpusSTHBIM HCXOIOM C
no3utuu paccMotpenus OHII (a BUII kak nHanbonbiieit mo o6beMy) B posin pe3epByapa
NaTOTeHHOM  MUKPOQUIOPHI M WCTOYHWKA  HUCXOJAIIETO WHBUIIUPOBAHMS U

((ayTOpel/IH(bI/IIII/IpOBaHI/ISI» HMXXHUX OTACJIOB PCCIIMPATOPHOIO TpaKTa.
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AHanu3 NpeACTaBIEHHOCTH MATOTEHHBIX MHUKPOOPIaHM3MOB B Pa3HBIX JIOKycax
pECIIUPATOPHOIO TPaKTa MOATBEPAUI 3Ty poib. OO0 3TOM TOBOPUT CTaTUCTUYECKU
3HaYMMasl CBsI3b MHTPAOIIEPALIMOHHOTO BblaeneHus Pseudomonas aeruginosa (p=0,001)
u Sternotrophomonas maltophilia (p=0,014) u3 OHII ¢ uctopueii oOHapyXeHUsI ITUX
OakTepuil B MOKpOTEe/Ma3Ke C 3a/IHEl CTEHKH ITIOTKU B T€UeHUE 2-4 JIET 10 ONEPATUBHOTO
BMEIIATENbCTBA, MPH TOM, YTO y OOJBIIMHCTBA NAIMEHTOB KOHCTAaTUPOBaHA HUX
dpaguKalusi K MOMEHTY oOllepalud. BpIsBI€HHas 3aKOHOMEPHOCTb M YCIOBHAas
orrpannyeHHOCTh OHII kak MHUKPOOHOIOrHUECKOTOo JIOKyca OT MOJIOCTH HOca U Oojee
JUCTAJIBHBIX ~ OTJEJIOB  PECIHUPATOPHOIO  TPAaKTa  ONpPENEsieT  HEOOXOAMMOCTh
MOHHUTOPUHTa MHUKPO(IOPHl HE TOJIBKO HUKHUX JbIXaTeNbHBIX IyTed, HO H
CHHOHA3aJIbHOM oOsactu. [l TNOBBIIIEHHUS JTOCTOBEPHOCTH OaKTEPHOIOTHUECKOTO
UCCJIeI0BaHuUs y  JIeTeH, MEepPEeHECHINX  paJuKajIbHOe HHAOCKINYECKOE
PUHOXUPYPTUUYECKOE JIedeHHe, pa3padoTaH crnocod moiydeHus Mmartepuaia u3z BUIIL
(ITatrent Ha u3obperenne PO No RU2794083 ot 11 anpens 2023 r.). IlokazaHo, 4to B
60,5% ciydaeB XUpyprudyeckoe JeUeHUE COMPSIKEHO CO CMEHOM 0ojiee arpeCCUBHBIX
IpaMOTpHULIATENbHBIX BO30OYAUTENICH HAa TPaMIIOIOKHUTENBHYIO (DIOPY, a TAKKe Cy>KEHUEM

criektpa BoiaensieMbix 13 OHIT Mukpoopranusmos.

IIaTorucrosornyeckass XapaKTepUCTHKA KAK OTPasKeHHe NaTOreHes3a
MYKOBHMCIHM/103-2CCOUMUPOBAHHOI0 XPOHMYECKOI0 PUHOCHUHYCUTA U 000CHOBaHUe
XHPYPru4eCKOi TAKTHKH

Baxnocts uHpexumonHoit cocrapmsomeir MB-XPC u oOHapyxeHue mnpu
MHTPAOINEPAlMOHHON 3HAOCKONUHU BBICOKOTO pa3pelieHus adCleccoB B TOJIIE TKaHU
MOJIIIOB  MO3BOJIWJIO  BBIJBUHYTh THMIOTE3Y O BHYTPUTKAHEBOM JIOKaJIM3aLUU
OakrepuanbHor  duopel. I[latomopdosnoruueckoe wucciaeaoBaHUE ONEPALMOHHOTO
Marepuana, IOJYyYEeHHOrOo OT caMOd OOJIbIION MO CpPaBHEHHIO C OMNHCAHHBIMHU B
JIOCTYITHOM JIUTepaType BEIOOPKU MalMeHTOB ¢ MB, moaTBepAnio 3Ty THIOTE3Y U CTaJI0
dbyHIaMEHTAIMHBIM ~ OOOCHOBaHHMEM  MPEIJIOKEHOI0  METOJla  PaCIIUPEHHOTO
XUPYPrUUECKOTO JIeueHus ¢ ynaneHuem cauzuctoit odomouku BUIL Ilpu cpaBHeHuu c

rpynno  mamueHToB  nerckoro  Bodpacta ¢ [IPC  6e3 MB  tunuuHbIMuU



294

naTorucroinorndyeckMu  npuzHakamu MB-XPC  oka3ainch HMHTPAdNUTENHAIBHBIC
MHUKpPOAOCIIECChl M KHUCTBHI JKeJlie3, MEHbIAsl CTeNeHb KIETOYHOU HMH(PUIBTPALUU C
Oonblel MpencTaBIeHHOCThIO HelTpodunoB (OHU>3 MoxkeT uHCmonb30BaThCsl B
KadecTBe Bbicokocnenuduueckoro (90,7%) mapkepa orcyrcBus csizu XPC ¢ MB).

CuHTEe3  pe3yibTraroB,  MOJYYEHHBIX B XOAE€  3MHAEMHOJIOTHYECKOM,
MUKPOOHOJIOTUYECKOM, TATOMOP(OIOrHUECKON U XUPYPrUUECKOM yacTei ncciae10BaHus
MO3BOJIHII C(HOPMHUPOBATH LIEIOCTHOE CYXKICHUE O MATOreHEe3e M ATAIHOCTH Pa3BUTHS
MB-XPC (pucynok 91). B ocHOBe BCcero crekrpa MyJIbTHOPTraHHOTO IopakeHus npu MB
JICKUT BHUJ TE€HETHYECKUX BapuaHTOB reHa CFTR, KOTOPBIM ONpENENIeT CTEIECHb
HapylIeHus paboThl OJHOMMEHHOTO XJOPHOTO KaHaja, BbI3bIBas CTYIIEHUE CEKpeTa
JKEJIe3 3a CYET HApYILIECHHs €ro MOHHOIO COCTaBa. BBISBIEHBI KOPPENSLMOHHBIE CBSI3U
MEXIY YPOBHEM XJIOPUIOB MOTA/MPOBOIMMOCTBIO TOTA U TsxecThio nopaxenus OHIT
no aaHHbIM KT, yTo cBHAETENbCTBYET B MOJIb3Y ONpENENAIOmEeld poiu TUChHYHKIINH
CFTR-kanana B maroreHeze MB-XPC. Mopdonoruueckue usMeHeHuss Ha (oHe
YBEJIMYEHHUSI BI3KOCTHU cekpeTa ciuzucTor odonouku OHII 3akimtouarorcs B paciiMpeHun
OPOTOKOB JKeie3 U (POPMHUPOBAHMHM MHTPAIIUTEIHANBHBIX KHCT, KOTOpBIE IpH
OakTepraJbHOM HWH(GUUIHUPOBAHUU  TPAHCHOPMUPYIOTCS B  HMHTPAdIUTEIHAIIbHBIC
MHUKPOAOCIIECCHI.

CxomuieHre 1 TTOBBIIICHUE AaBIeHUS BA3KoTo otaessiemoro B OHII (mpex e Beero,
BEPXHEUEIIOCTHOM Kak HauOonblied nmo o0beMy), APEHUPOBAHUE KOTOPOro dYepe3
OTHOCHUTENIBHO  Y3KHE€ €CTECTBEHHBbIE COYCThS  3aTPyIHEHO, M  IIOJMIIO3HAs
TpaHcopmalsi  CIM3UCTOM  OOOJOYKM HA  MEPBBIX  JTamax OPUBOJUT K
PEMOJIETUPOBAHUIO KOCTHBIX CTPYKTyp — Jedopmanuu Haubosiee MOAATIUBOM,
meaunanpHou crenku BUII ¢ ¢popMupoBaHuem T.H. ICEBIOMYKOIHOIIEINE.

Cnenyronum 3tanoM nporpeccupoBannsi MB-XPC gBnsieTcst BOBIEUEHUE IPYTUX
rpynn OHII co cmenoit cyOdeHOTHIIa HA TIOMUTIO3HO-THOWHBIN MOJMCHUHYCHUT (darie
NAHCUHYCHUT), OCTaBIsIs «dnuueHTpom» Bocnanenus BYIlL B ommuuum ot IIPC y
nanueHToB 6e3 MB. Ilpu 3ToM pazneneHue cyO(EHOTUIIOB Ha MCEBIOMYKOIUOLETE U
MIOJIMIIO3HO-THOMHBIN OJUCUHYCUT UMEET JIMILB MTPUKIIAJHOE 3HAYEHHUE C TOUYKH 3PEHUS

IIAHUPOBAHUA OIICPATUBHOI'O JICUCHMS. SHHI[CMI/IOHOFI/I‘ICCKI/IC JaHHBIC P€FI/ICTpa
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nanueHToB ¢ MB, ananu3 00ib110M 0a3bl KOMIBIOTEPHBIX TOMOIPAMM M BO3PAaCTHOM
aHanu3 o0beMa PUHOXUPYPrUYECKOTO BMEIIATENHCTBA CBUACTEIIHCTBYIOT UMEHHO 00
YKa3aHHOM CTaQAMMWHOCTH MPOLECCa, T.€. NMCEBIOMYKOIHUOLENIE U TMOJUINO3HO-THOMHBIN

MOJIMCUHYCUT SIBJISIFOTCS TTOCiIenoBareibHbIMU 3Tanamu MB-XPC.

‘ LNedekT B reHe CFTR ‘

|

HapyweHue
TpaHcmemBpaHHoro
TpaHCnopTa MOHOB
yepes3 CFTR-kanan
pecnupaTopHOro
3nuTenua

l PacwwupeHue
HapyweHue MNoBbllweHMe NPOTOKOB Kenes/
h ﬁ
ApeHuposaHuAa BYUM BA3KOCTKW CEKpeTa dopmmposaHue
KWUCT Kenes
WcKkpueneHue ACHMMETDHA
aefora v
neperopogKku Hoca
PemopgenupoBaHue BTopuuHoe dbopmuposarue
BYMN | f— HaKkTepuvanbHoe - IHTPE3MUTEANATBHBIX
(nceegomykonuouene) WHbUUMpOBaHUE mukpoabcueccos
AcenTUYeCKMiA Ozanshine )
CBHpeTs
OCTEOHEKPO3 &
Mporpeccua
NoNMNO3HO-THOMHBIA HeWTpodMAbHO-
NOANMCHUHYCKHT 303MHOPUNBHOTO
e
! BOCNaneHus

- ——-

Hucxoaauiaa koHTammHauma (MHduumposaHue)/«ayToperHdrumposatmes
HUMKHUX AbIXaTeNbHbIX NYyTeH

Pucynok 91 — Cxema narorenesa u 3tannHocty pazsutust MB-XPC

HHuTepecHol 3aKOHOMEpPHOCTBIO, OOBSCHEHUSI KOTOpPOM OOHapyKeHbl HE ObLIH,

ABIISICTCS ~ acCUMMETpU4HBIM  ne6ror  mopaxenus OHII ¢ popmupoBanuem

IICEBJIOMYKOIIMOLIEIE C OIHOW CTOPOHBI M CTOWKOW NE€BHALMHA IEPETOPOAKH HOCA B
IIPOTUBOIIOJIOKHYIO, MK KOTOPOTO IPUXOAUTCS HAa BO3pacT 4-6 JieT.

OHII HEKOH

NH}pekmoHHO-THOWHBIN ~ TIpoIlecc B XapaKTEepU3yeTCs
TOPIUTHOCTHIO, OTCYTCTBUEM TEHACHIIMM K WHBAa3UBHOCTH/arpeCCUBHOCTU TEUCHUS,
CTpemJieHHeM K camoorpaHudeHuto. C OJHOW CTOpOHBI, 00 3TOM TOBOPHUT Kak
dbopMHUpOBaHHWE MHOXECTBEHHBIX aOCIIECCOB CIM3UCTON  OOOJOYKW/TIONHMIIOB Ha

MaKpOCKOIMMYECKOM YPOBHE U MHPA3MUTEINAIBHBIX — HA MUKpOCKonrueckoM. C npyroi
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CTOpPOHBI, Ae(EKTbl KOCTHBIX CTEHOK OpOUTHI, MEPEAHEN CTEHKU KPHUIOHEOHOW SIMKHU B
Haield BbIOOpke getedt ¢ MB HuKoOrma He CONMPOBOXIAINCH PA3BUTHEM OPOUTATBHBIX
CHHYCOT€HHBIX OCJIOKHEHUW, YTO IO3BOJSET MPEANOJIOKUTH ACENTUYECKUN XapaKTep
HEKpO3a KOCTHOW TKaHH, KOTOPBIA IPOUCXOAUT OT JIaBJICHUS MEIJIEHHO PACIIUPSIONINXCS
3a CYEeT TyCTOro BKCCylaTa U IOJUMO3HOW TpaHCPOpMAlMM CIU3UCTOM OOOIOUKH
MoJIOCTeH, a He (PEPMEHTATUBHOW AKTUBHOCTH IOTEHIIMAJIHLHO BBICOKOIATOTEHHOMN

OakTepuanbHOr (ropsl, Beiaeasiemoin nu3 OHII.

ddpdextuBHocTH CFTR-MOAYJIAATOPOB B OTHOLIEHUH MYKOBHMCLIM/103-
aCCOLMMPOBAHHOI0 XPOHUYECKOI0 PUHOCHHYCHUTA

HccenenoBanne npuIUIOCh HA CTApT TapreTHou Ttepanuu MB ¢ nmomonisro
npuMeHeHus: CFTR-MoynsTopoB B Halllei cTpaHe, YTo MO3BOJMIIO O0OOIIUTh MEPBBIA
OIBIT OIIEHKH MX BInUAHUA Ha Teuenue MB-XPC.

Nzydenue a¢dhekTuBHOCTH TIpenapara aekcakadrop+rezakadrop+uBakadrop Ha
BbIOOpKE U3 15 poccuiickux aereit ¢ MB B cpaBHEHHWH C COMOCTaBUMOM TpYyMIOM
KOHTpPOJISI, HE TOJyYaBIIEW TapreTHyK TEpamuio, I0Ka3al0 3HAYUTEIbHYIO
nonoxurenbuyto nuHaMuky KT-kaprunsl OHIL, onenennyto B 6anmnax LMS, npu cpoke
HaOmonenuss or 3 g0 12 wmecsneB (7,6£3,0 mec). BrisiBiIeHB 3aKOHOMEPHOCTH
BOCCTaHOBJIeHUs MHeBMaTu3aiuu pasHeix OHII Ha done nannoit komOunamuu CFTR-
MOJYJIATOPOB C Oojiee OBICTPHIM YIyYIIEHHEM COCTOsHHs mnepenHed rpymnmsl (BUII,
JOOHBIE Ta3yXH, NMEepeAHUE KJIETKU PEUIeTYaToro JIAOMPUHTA) MO CPABHEHUIO C 3aJIHEU
(3aHME KJIETKHU PeIIeTYaToro JJabupuHTa, KIMHOBHIHbIE Ma3yxu). KpoMe Toro, ormeueH
ABHBI mapayenu3Mm crerneHn perpecca MB-XPC co cHuXkEHHEM YpOBHS XJIOPHJIOB
MOTOBOM KUAKOCTU/TIPOBOJIMMOCTH T0Ta, YTO €IIe pa3 MOATBEPKIAET KIIIOUEBOE
3Hauenue auchynkuuu CFTR-kanana B ero pa3Butuu.

B otnuuune ot Tepanuu npernaparoM aiekcakadToptresakadToptuBakadTop, npu
AHAJIOTUYHOM CPABHEHUU C TPYNION KOHTPOJIsI KoMOUHALMS nBakadTop+irymakadTop HE
npuBoguia K yaydmieHuto coctosauss OHII, HecMOTpss Ha HEKOTOpPOE CHUKEHUE

MoKa3aTeyie MoTOBOM MPOOHI.
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Cocrosinue ciayxa M oueHka (akTOPOB PHCKAa ero HAapylleHMsl y JAerei
¢ MYKOBHCHHI030M

J11 BceCcTOpOHHEro n3ydenus npooiemsl nopaxenust JIOP-opranos y nereit c MB
elle O/JHAa YacTh paOOThl ObLIa TOCBSIIECHA OILIEHKE CIyXOBOW (DYHKIIMH, COCTOSIHUS
CpPEIHEro yxa, a TaKkKe INeHETHUYECKHX (PaKTOPOB PHCKAa PAa3BUTHUSL CEHCOHEBPAJIBHOIM
TYTOyXOCTH. Pe3ynbrarsl pacumpeHHOro ayIuoiIornieckoro oocnenoanus 136 nereil ¢
MB npoaeMoHCTpupoBaiu 0Oojiee HHU3KYIO PacHpOCTPAHEHHOCTh KOHJIYKTUBHOM
tyroyxoctu (3,7% nereit/2,2% yieii), 4emM B IeTCKON momyssiiiuu B 1ieioM. Axanu3 KT-
BU3yaln3alun 368 BUCOYHBIX KOCTEM TaKkke BbISBHI Bcero 4,9% ciiyyaeB HapylICHHUS
THEBMATHU3AIMH TIOJIOCTEH CPETHET0 yXa KaK BO3MOXKHBIA MOP(}OIOTHYEKHd cyOocTpar
koHaykTHUBHOU TKroyxoctu. Yactota CHT B ucciemyemoit Boibopke coctaBuia 1,6%.
3apeructpupoBanbl ciydan CHT nerkoi creneHu, aHAMHECTUYECKU HE CBSI3AHHBIE C
NPUMEHEHUEM aMHUHOIJIMKO3UJIOB WM  JPYTMX OTOTOKCHYHBIX  JIEKAPCTBEHBIX
IIpEenaparos.

UccnenoBanue renerudeckux dakropoB pucka CHT (mytamusa c.35delG B rene
GJB2 n mytaiuu A1555G B mutoxonapuansHoit JJHK) y nereit ¢ MB B cpaBHeHMHM €
IPYIIION KOHTPOJISI HE BBISIBUIO 3HAYMMOM pa3HULBI, YTO IO3BOJISIET TOBOPUTH O
COIOCTAaBUMOM ¢ 0011el MOMyISIIHe BEPOSITHOCTU Pa3BUTHSI KaK «aMHUHOTTIMKO3UTHOWY,
TaKk M HacieAcTBeHHOM HecunapomanbHo CHT, He npesbimaromeit 0,87% (BepxHss
rpanuna [IN).

O0veM © pa3HOHAIPABICHHOCTh IPOBEIECHHOTO WCCIEIOBAHUSA MO3BOJIUIN
chopMupoBaTh €IUHBIA  AJITOPUTM OKa3aHUs JUArHOCTUYECKOM U JIedeOHOM
OTOPUHOJIAPUHTOJIOTHYECKOM oMoty feTsiM ¢ MB (pucyHok 92), BHepeHre KOTOpOoro
MIPU3BAHO TTOBBICUTH Ka4€CTBO U 3PHEKTUBHOCTH UX JICUCHUS.

TakuMm 00pa3oM, B X0Jie HCCIIEAOBaHUS OblIa MOATBEPKAEHA TUIIOTE3a O TOM, YTO
pazsutiie MB-XPC u crenenp mopakeHUsT CHUHOHA3aJbHOM 0OJacTH OmpeaesseTcs
TSDKECTBhIO TeHeTH4eckoro nedekra B reHe CFTR, NIUTEIbHOCTBIO MATOJOTHYECKOTO
nporiecca, Bo3pactoM mnamueHTa. ChopmynupoBan MexanusMm pazutus MB-XPC,
KOTOPBIH CBSI3aH C Ae(hEKTOM HOHHOTO KaHajia B cnu3uctoi obonouke OHII, pasButuem

ee BocHajeHuss ¢ (OPMHUPOBAHHEM MHUKPOAOCIIECCOB, IN€ B T.Y. JOKAIU3YIOTCS
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MUKpPOOHBIE€ MATOTE€HbI, 1 00OCHOBaHA ATATHOCTh MOpPaKE€HUsA. BakHBIM pe3ylbTaToM
ABIISIIOTCS  pa3paboTka JydeBod ceMuotkn MB-XPC u  onTUMalbHBIX METOJIUK
XUPYpPrudeckoro jeueHus. AHanmu3 3(GGEKTHBHOCTH TapreTHON Tepamuu Tpu3BaH

U3MEHHUTh TAKTUKY Bpaya B BEIOOPE JIEYEOHOTO ajIropuT™Ma.

IlepcnekTUBBI JaJIbHEHIICH Pa3pad0TKH TEMbI

C yd4eToM BBIIIEU3IOKEHHOTO MEPCHEKTUBBI JATbHEUIIETO0 W3Y4YEHUs JaHHOU
TEMBI [IPEACTABISIOTCS CIEAYIOIUMH:

— 00OCHOBaHHE CXEM IMEePUOTICPAIIMOHHON CHUCTEMHOM aHTUOAKTepUATIHLHOM
Teparuy;

— MEPEeCMOTP U ONTHMMM3ALNS WHTAJSUUOHHOW TEPANHMHU C YYETOM JOKa3aHHOU
BRXHOW POJM CHHOHA3AJIILHOW 0O0JIACTU B TEYCHUH OPOHXOJIETOYHOTO WH(MEKIIMOHHO-
BOCHAJMTENBHOTO MPOLIECCA;

— YBEIIMYECHHUE MNPOAOKUTEIBHOCTH KaTaMHE3a W  paclIMpeHue 4Yucia
Habmonenuit 3a reuenneM MB-XPC na gone trepanuu CFTR-Monynsitopamu 1 n3yueHue
3¢ (HEeKTUBHOCTH HOBBIX IIPEMapaToOB 3TOM I'PYIIIbL;

— usydyeHue ocoOenHHocted ¢GopmupoBanus XPC Ha ¢Qone panHero crapra
tepanun CFTR-momymsatopamu (¢ Bo3pacta 2 JeT U paHee) M NPO(UIAKTHYECKOE
JICVCTBUE JAaHHBIN TPyNIbI penaparoB B oTHomeHun MB-XPC;

— pa3paboTKa CTpaTeruy KOHCEPBATUHOTO M XUPYTHUYECKOTO JIEUEHUS Y
nauueHToB ¢ MB, Haxonmsmmxcs Ha Tepanmuun CFTR-MomymsTopamMu WM HMMEROIIHMX
MIEPCIIEKTUBY €€ CTapTa;

— wu3ydyeHue npoosembl BeaeHus MB-XPC y mamueHTOB, TpeOyrOIIMX

TaHCIUIAaHTAaIUU JICTKUX WUJIKM ICPCHCCIIUX CC.
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PucyHnok 92 — Anroputm oka3zaHusi TMarHOCTUYECKON U JIeueOHOM

MB

(v

OTOPHUHOJAPHUHIOJIOTHYCCKOU ITOMOIIIU ACTAM C



BbIBO/IbI

l. PacnmpocTpaHEHHOCTh  XpPOHMYECKOTO  PUHOCHHYCUTAa y  JEeTed C
MYKOBHCIIMI030M Ha OCHOBAaHWU MOJIU(MDUIIMPOBAHHBIX KPUTEPHUEB YUETa MOPAKECHUS
OHII (2021 rox) coctaBuia 67,7% (u3 aux XPC 6e3 HIT — 31%, XPC ¢ HIT - 36,7%), a
M0 JaHHBIM OHJIANWH-aHKETUPOBAHUSI 3aKOHHBIX IMPEACTaBUTENEH MmauueHToB — 64% c
TEHJCHIIUEN HAPACTAHUS €€ C BO3PACTOM.

2. KonaykTWBHasi TyroyxocTb CpE€AM TOCIHUTAIM3UPOBAHHBIX Jeredl ¢ MB
3apeructpupoBana y 4,0% mnauuentoB (2,4% yueil), ceHcoHeBpanbHas — y 1,6%
nanueHToB. JKanoObl Ha CHUYKEHUE CiTyXa, [0 JaHHBIM OMPOCHUKA, KOTNa-Tu00 MMENTu
Mecto y 17,6% neteit. OxBar ayauoJOTUYECKUM O0CIICIOBAaHUEM JETEH, MOTyUYUBIINX
BHYTPUBEHHYIO TEPANMI OTOTOKCUYHBIMU aHTHUOAKTEpHAIbHBIMU IpenaparaMu,
HepoctaroueH (63,8% BkitoueHHbIX B cciieqoBanue Lientpos u3 66,6% cyobexktos PD).

3. B Poccuiickoit ®@enepanun uMeeTcss 3HaYMMbIA JeUIUT KOHCYIBTAHTOB-
OTOPUHOJIAPUHTOJIOTOB, 00JIa/Ial0IIUX PACIIUPEHHBIMU KOMIIETCHIIUsIMUA B oOnactu MB
(43,1% Lentpop/otnenenuii). B 34,5% LleHTpoB/oTHneneHuid HE MPOBOAMTCS
MOHUTOPUHT MHUKpPOQUIOpPbl BEpXHUX JAblxarenbHbIX myTed. B 91,4% cnywaeB nis
KOHCEPBATUBHOI'O JIeYEHU MB-XPC Ha3HAYaAI0TCs MHTpaHa3aJIbHbIE
TIIOKOKOPTUKOCTEPOU b U B 87,9% — uHTpaHazanbpHO JopHa3a anbda. Uppurannonnas
tepanus (51,7%) U Tomudyeckue cpelcTBa ¢ aHTHOAKTEPUATBLHON M aHTUCENTHYECKOU
aKTUBHOCTBIO (25,8%) Ha3HAUYaIOTCSl HEIOCTATOYHO YacTo.

4. OO60cHOBaHa NATOI€HETUYECKas B3aMMOCBS3b MOPAXKEHHUS CHUHOHA3AJIbHOM
00JaCT M IIMPOKOTO CIEKTpa MYIBTUCUCTEMHBIX MposBieHU MB Ha ocHOBaHUUM
naHHblx Peructpa mamueHToB ¢ MykoBucuujio3oM B Poccuiickoit @epeparuu (50
napameTpos, p<0,05).

5. Jlna poccuiickoil koroptel nereid ¢ MB Hambonee XapakTepHbl CIEAyIOLIne
pentrenonornyeckue npuzHaku MB-XPC: siBneHne ecTeCTBEHHOTO KOHTPACTHPOBAHUS
naTojoruyeckoro MarkorkanHoro cyocrpara B OHII (97,9%), nectpykuus KOCTHBIX

crenok OHII (45,8%). Amnasust wim TUIOIUIa3us JOOHBIX M KIMHOBHJIHBIX Ta3yX
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BCTpeyaroTcss 3HauutenbHo pexe (20,5% wu 36,3% coorBercTBeHHO). CTeneHb
nopaxkenuss OHII koppenupyeT ¢ mokaszaTelieM MNPOBOJUMOCTH TOTa HAa MOMEHT
noctaHoBku auarHosa (r=0,158; p=0,037) u «Tspkenpim» reHotunoM no reny CFTR
(p=0,042).

6. Hamuume B ciausucToil 00OJOYKE/TKAHU MOJIMIIOB HHTPASIUTEINATBHBIX
MukpoaocneccoB (p<0,001), uaTpasnurenuanbHbIX MUKPOKHUCT (p<0,001) u xuct xene3
(»=0,001) MmO’)xHO paccMaTpuBaTh Kak maToMopQoJIOrHIeCKUil MapKep, XapaKTepHbBIN 115
MYKOBUCIIUA03a. BblsiBIeHHe 303UMHOGUIBHO-HEHUTpOopMIbHOrO uHAekca Oomee 3,0
ceugetenbeTByeT npotuB MB-XPC (cnieuuduunocts 90,7%, uyBcTBUTENBHOCTH 62,1%),
a 1,0 — B mosib3y BO3MOXXKHOTO JUArHo3a.

7. PacxoxeHue MexXIy BHUAOBBIM COCTaBOM OakTepuajbHOW (DIOpBI pa3HBIX
OTJEJIOB pecruparopHoro Tpakra u coBnajenue ¢uopsl OHII ¢ Hanbonee kKIMHUYECKU
3HaYMMON aHAMHECTHYECKON (PIopoil HUKHUX JbIXaTelabHBIX MyTell (11t Paeruginosa
p=0,047) cBunerensctBytor 0 ToM, 4to OHII mpu MB He TOJIBKO HUIparOT poJib
pe3epByapa MUKPO(DIOPHI, B TOM YHCII€ BBICOKONATOIT€HHOW, HO U SIBJISIFOTCS UCTOYHUKOM
HUCXOZSIIETO HWHQUIUPOBAHUS WIH «ayTOPEUH(DUIMPOBAHUA» HIKHUX OTAEJIOB
pecrnupaTopHOro TPakra.

8. IlpemnoxenHbli Meron xupyprudeckoro JjiedeHus MB-XPC, Bkimrouaronuii
MOIU(UIUPOBAHHYIO 3HIOCKOMUYECKYI0 MEIUATBHYI0 MAKCHJUIIKTOMUIO C Y/IaJeHHEM
BCEU CIM3UCTON 000J0YKH BEPXHEUETIOCTHBIX Na3yX, 0ojee 3pPEeKTUBEH M0 CPABHEHHIO
C KJACCHUYECKON TEXHUKOW (PYHKIMOHAIBHON CHUHYC-XHPYPIHMHM 3a CYET CHUKEHHS
MOTPEOHOCTH B PEBU3MOHHBIX BMeElIaTeNbcTBaX B TeueHue 18 mecsuer (p<0,001) wu
JOCTHXKEHHSI KOCTHO-(huOpo3HOil oOnutepauuu y 26,6% nereir. CdopMyaupoBaHbl
KOHKpETHbIE TTOKa3aHusl K Xupyprudeckomy seuennto MB-XPC u onpeeneHsl ero meim.

9. Ha d¢one Ttepanuu mnpenapatoMm snekcakadrop+rezakapropt+uakadrop
OTMEUYEHA BBIpaXEHHAsl TMOJIOKUTEIbHAas JauHamMuka B TedeHun MB-XPC B Buue
yaydiieHus: maeBMaruzanuu Beex rpymnn OHIT (¢ 15,64+4,5 no 2,1+3,0 6annoB no LMS,
p=0,001) B cpoku 7,6£3,0 wmec. B OTIMYKME OT Tepanuu MpenaparomMm
uBakapTopt+iaymakabprop (muHamuka c¢ 12,3£3,7 nmo 12,9+3,6 Gammos, p=0,750 3a
9,3+£3,6 mec.).
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10. OTHOCUTENBHBIM PUCK HAIMYUA TaKUX JIETEPMUHAHT CEHCOHEBPaJIbHOU
TYTOYXOCTH, KaK reHeTuueckue BapuanThl ¢.35delG B rene GJB2 u A1555G B rene 128

rRNA, y nereit c MB Hu30k u He nipesbiiaet 0,87% (npu p=0,05).



MNPAKTUYECKHUE PEKOMEHJIALIUN

1. Heobxomumpl pacmmpeHrne KOMIIETCHIIMM Bpa4eii-OTOPHHOJIIAPUHTOJIOTOB B
OTHOUIEHUU ocobeHHocTel nopaxenus: JIOP-opranos y 60nsHbIX ¢ MB, npuBiieueHue k
pabore peruoHanbHbIX LlEHTPOB MyKOBUCLUAO03a CHEIUATUCTOB C PACHIUPEHHBIMU
3HAHUSIMU B 3TOM 0071aCTH, ONTUMHU3AIINS B3aUMOJICHCTBHSI C CYPIOJIOTHIECKOM CITYKO0H
U TMOCTPOCHHE CHUCTEeMbl Mapuipyruzauuu B crauuoHapbl III ypoBHs ¢ omnbiToM
PUHOXUPYPTUUECKOTO JICUCHUS TTOJJOOHBIX MMAIIMEHTOB.

2. Pexomenpyercs onenka MB-XPC B coctaBe M ¢ y4eToM Bcex
MYJBTUCUCTEMHBIX KJIMHUYECKUX TMPOSIBJICHUN 3a0osieBaHust s (popMuUpoOBaHUS
LEJIOCTHOTO CYXJAEHUSI O TSDKECTHM €ro TedeHus. lIpuopureTtHpiMH MeTonamu
oobexTuBHOM Buzyann3anuu BT senstorcs MCKT u sHnockomnus.

3. Illpy HanM4yuM KIMHUKO-PEHTICHOJIOTUYECKUX JAHHBIX, IO3BOJISIOMINX
3arono3puth MB-XPC y manienTa 6e3 BepuuIimpoBaHHOTO IUAarH03a, PEKOMEH0BAHO
Ha3HAYEHUE COOTBETCTBYIOLIEIO OOCe0BaHUA (MCCIEAOBAHUE MPOBOAMMOCTH MOTa U
MOJIEKYJISIPHO-TEHETUYECKOE HCCIIEOBAHUE) HA 3Tale J0 XUPYPrUYECKOro JICUEHUsl B
CBSI3M C OCOOEHHOCTSIMU €TI0 BBIMOJIHEHUS Y MalueHToB ¢ MB.

4. OnrumanbHas nydeBad auarHoctuka MB-XPC mpeamnonaraeT BBITIOJTHEHHE
MYJIBTUCTIHPANILHON KoMIbloTepHOU ToMorpaduu OHII ¢ o6si3aTenbHbIM IPUMEHEHHUEM
MSTKOTKAHHOTO PpEKHMa, KOTOPBIA IO3BOJISIET BBISIBUTH SIBICHUE «ECTECTBEHHOIO
KOHTPACTUPOBAHUS MMATOIIOTUUECKOTO CyOCTpaTa U MOJIYyYUTh €T0 ICHCUTOMETPUUECKUE
xapaktepuctuku. [Ipu onenke KT OHII geteit ¢ MB HeoOxonuMo obpamaTh BHUMaHKE
Ha COCTOSIHHE CJIE3HBIX IyTEN U HAJTMYUE OYaroB KOCTHOM NECTPyKIUU. PekoMeHnyeTcs
ucrnons3oBanue OampbHOM oneHkW KT OHII B gunamuke mia ee OOBEKTUBH3ALAH U
o1IeHKU 3((HEKTUBHOCTH TapPreTHOM Teparuu.

5. PexoMmeHIyeTCsi HMHTpPOONEpPALMOHHBIM 3a00p MaTepuajnia W IPOBEJCHUE
nanpHenero MoHuTopuHTa 6akTepuanbaoi Gruopsr OHII ¢ moMotsio npeaiIoKeHHOTO

croco0a ¢ 1eablo (OpMUPOBAaHUS MOTHOLEHHOTIO CYXACHUS O MHKPOOMOJIIOIMYECKOM
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CTaTyce peCIUpaToOpHOro Tpakra y aetedl ¢ MB u onpeneneHnss TaKTUKA CUCTEMHOU U
TONTMYECKON aHTUOAKTEpHATIBLHON Teparuu.

6. PexomeHnnyercs  BBINOJHEHHE  MOAUGPUIMPOBAHHOW  3HJIOCKONUYECKOU
MEANaNbHOW  MAaKCHJUIDKTOMUU  C  yJAaJI€HHEM BCEH  CIM3UCTOM  00OJIOYKH
BEPXHEUEIIOCTHBIX Ma3yX [0 MNPEIOKEHHOMY METOAY C LEJbI0 YBEIUYEHUS
MEXPELUINBHOTO/MEXKOMIEPAIIMOHHOTO WHTEpBajia M, B YaCTH CIy4aeB, JOCTHKCHHUS
KOCTHO-(hUOPO3HON 00JIUTEpaALINH.

7. JlAs yMeHbIIEHUS MHTPAONEPALMOHHONW KPOBOTOUYMBOCTH/KPOBOMOTEPH MpU
BBITIOJIHEHUN SHJOCKOIIMYECKUX PHUHOXUPYPrUYECKUX BMEIIATENBLCTB y aetedl ¢ MB
pPEKOMEHIYeTCs MPEAOTNEPAllMOHHOE BBEICHUE MapeHTepaabHoi (hopmbl BuTamuHa K B
Te4eHue 3-5 THEN.

8. Ilpu ouenke naroMop(dONIOruYecKol KapTUHBI CIM3UCTONM  00OJIOYKH
OHIl/Tkanu TOMUMOB  PEKOMEHIYETCS y4eT HaJuuusig  MHTPAdIUTEITUATbHBIX
MHUKpPOaOCIIECCOB, MUKPOKHCT M KHUCT >K€Je3, KOTOpble B COYETAHUU CO 3HAYECHUEM
703UHOPUILHO-HEUTPODUIBLHOTO HHAEKca MeHee 3,0 MOryT paccMaTpHuBaThCsl Kak
dakrtopsl pucka Hamuuuss MB y manmueHToB, KOTOPBIM JaHHBIA JUArHO3 HE OBLI
IIOCTABJIEH PAHEE.

9. Koutponsayto KT OHII ¢ uensto onenku spdexrusnoctu tepanuu CFTR-
MOAYJISITOPAMH PEKOMEHIYETCS BBITIONHATH uepe3 6-12 mecsieB oT crapra JEUYeHUs U
MHTEPIPETUPOBATh PE3YAbTaThl C YYETOM THUIMYHOW JUHAMHUKHA BOCCTAHOBJICHUS
ITHEBMATU3ALMH PA3HBIX TPYII Ma3yX.

10. B cnyudae nepcnektuBbl Hadasna Tepanun CFTR-momynmaropamu ¢ ydetom
BO3pacTa M TeHeThueckoro BapuaHta reHa CFTR uenecooOpa3HbIM — SIBISIETCS
WHAUBUAYAJIbHBIN TOAXOA K ONpEACNCHUI0 MOKa3aHUH M o0beMa XHUPYpPruuecKOro
JICYECHUS C TEHJCHIIMEN K KOHCEPBATUBATU3MY U BBIKUIATEIBHON TAKTHKE.

11. et ¢ MB He 10JKHBI pacCMaTprBaThCs KaK Ipymna pucka o KOHITYKTUBHOM
TYrOyXOCTH, OJHAKO HEOOXOAMMO MOMHUTH O BO3MOXXHOCTH PAa3BUTUS OTOTOKCHUYECKOU
(mpex e Bcero, T.H. «aMUHOIIMKO3UIHOW») CEHCOHEBPAJIBHOM TYTOYXOCTH.

12. He pexomMeHI0BaHO MaccoBoe OOCIEIOBaHHE, HANpPABICHHOE Ha TOUCK

IFCHCTHYCCKUX JCTCPMHUHAHT, COIPSIKCHHBIX C Pa3sBUTHUCM KakK HaCHe)ICTBeHHOfI
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HECHHJPOMAJIbHOM, TaK U aMUHOIIIMKO3UHOW CEHCOHEBPAJIbHOU TyroyxocTtu. OmHako
COOTBETCTBYIOIIMI MOJIEKYJSIPHO-TEHETUUECKUI aHAJIM3 MOXET PacCMAaTPUBATBCSA KAK
ONLMOHAJIBHBIN NIEPEN CTAPTOM BHYTPUBEHHOM TEPAIUU NPENapaTaMu ¢ MOTEHIHAIBHOU
OTOTOKCHUYHOCTBIO JUISl BBISBICHUS PEIKHMX IALMEHTOB C BBICOKMM PHUCKOM TSKEIION
TYTOYXOCTH M TIYXOTbl W WHJUBUIYaJbHOW CMEHBI CTpPAaTeTMd aHTHOAKTEpUaTbHOMN

TEparnu.



CIHACOK COKPAIIIEHUI

MB — mykoBHCIIUI03

XPC — XpOHHYECKHUI PUHOCUHYCUT

MB-XPC — MyKOBUCIH103-aCCOLMUPOBAHHBIN XPOHUYECKUN PUHOCUHYCUT
XPC ¢ HIT — xpoHnyeckuii puHOCUHYCUT C Ha3aJbHBIM MOJIUII030M
XPC 6e3 HII — xpoHndeckuid puHOCUHYCHUT 0€3 Ha3aJIbHOTO MOJIMI03a
[TPC — noAMno3HbI pUHOCUHYCUT

CFTR — cystic fibrosis transmembrane regulator (6enox)

CFTR — cystic fibrosis transmembrane regulator (reH)

MBTP - TpancMeMOpaHHBIN PETYIATOP MPOBOJTUMOCTH MYKOBHUCITHI03a
OHII — oxoyI0HOCOBBIE TTa3yxXu

BUII — BepxHeuemocTHAs n1a3zyxa

CHT — cencoHeBpaiibHasi TYTOyXOCThb

KT — xomnbroTepHast tomorpadus

MCKT — mynbTucnupanbHas KOMIIbIOTEpHAst TOMorpadus

KJIKT — koHyCHO-JIy4eBasi KOMIIbIOTEpPHAs: TOMOTpadust

MPT — maruuTHO-pe30HaHCHasi ToMOrpadus

NPT — uMMyHOPEAaKTUBHBIN TPUIICUH

JLP — nakpruouucTOpuHO CTOMUSA

HTMB — HeTyOepKyie3Hble MUKOOAKTEPUHU

JAN — noBepUTENbHBINA HHTEPBAII

TIIA — TOHaNBHASA IOPOTOBAs AYTUOMETPUS

OAD — oroakycTuyeckasi SMUCCHS

3BOAD — 3aaepaeHHas BbI3BaHHAsI OTOAKYCTHYECKAst SMUCCHUS

OB/l — ¢hbyHKIMS BHEIIHETO JbIXaHUs

O®B, — 00bpeM GopcupoBaHHOTO BBIZI0XA 32 1 CEKYHTY

OXEJI — pyHkimonanpHast >)KM3HEHHAs! EMKOCTh JIETKHX

HUMT — nanekc Maccel Teia
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OHU — 303uHOGUIBHO-HEUTPOPHITHHBIN HHACKC

LMS — Lund-Mackay score

mLMS — modified Lund-Mackay score

HU — Hounsfield units (eqununb XayHcduiaa)

ELX/TEZ/IVA — snekcakadrop+rezakadtop+uBakadrop

IVA/LUM - uBakadtop+imymakadTop

EPOS — The European Position Paper on Rhinosinusitis and Nasal Polyps

FESS — Functional endoscopic sinus surgery (QpyHKIIHOHaIbHAS YHI0CKOIMYECKast
CHUHYC-XUPYPIus)

MSSA —  methicillin-sensitive ~ Staphylococcus  aureus — (METHUITUIUINH-
YYBCTBUTEJIBHBIN 30JIOTUCTBIN CTAQHUIOKOKK )

MRSA — methicillin-resistant Staphylococcus aureus (METUIMIIMH-PE3UCTEHTHBIN

30JIOTUCTBIN CTa(PUIOKOKK)
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