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Pesiome

OmHMM W3 BAXXHEUIINX MPENUKTOPOB MIPOTHO3a TeUeHMsI MyKoBHCIIo3a (MB) sBisieTcst mokasatesnb GpyHKimu BHemrHero neixanus (OBJ1) —
06beM (hopcrpoBaHHOIO BbiaoXa 3a 1-1o cexyHny (OPB,). Bpauam BaxHO NOHMMAaTh, Kakue (hakTopbl CBsi3aHbl ¢ usMeHeHneM OMB, y manuen-
T0B, He monyJatommx Tepanuio CFTR-Monynaropamu. Lienbio paboThl ABUIICSA MOMCK (HAKTOPOB, OKA3bIBAIOUINX BIMAHKME Ha n3MeHeHus ODB,
y nauveHtoB ¢ MB, He nonyvatommx tepanuio CFTR-monynsropamu. Matepuaibl U MeToabl. PeTpoCreKTMBHO ObLIM MPOaHATU3MPOBAHbI
ucTtopur 60JIe3HU NaMeHTOB (1 = 225) Mojoxe 18 jeT, mosydyaBIIMX CTallMOHAPHOE JIeYEHUE B MeAUaTpUIECKOM oTaeaeHuu Poccuiickoii ner-
CKOM KIIMHUYIECKOW GOMbHUIIB — (hrtnana PenepabHOTO TOCYIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO YIPEKIEHUST BBICIIIETO 00pa3o-
BaHUsl «Poccuiickmii HallMOHAIBHBII UCCIeN0BaTeNbCKUIT MeAMIIMHCKUI yHUBepcuTeT uMeHn H.M.TTuporosa» MuHKUCTEPCTBA 3ipaBOOXpaHe-
Hust Poccuiickoit @enepainu, a Takke manueHToB crapiie 18 net (n = 181), HabmonaembIx crienmanuctamu OeneparbHOro rocyrapcTBEHHOTO
OromkeTHOro yupexkneHust «HayuHo-uccienoBaTebcKuii MHCTUTYT IyJIbMOHONOMU» DefepasbHOro MeINKO-O0MONOrMYecKOro areHTCTBa
Poccun». Pesyabratel. Kimouesoe BiusHue Ha mokasarenb O®B, B neTckoM BO3pacTe OKa3bIBA€T HYTPUTUBHBIN CTaTyC M XapaKTep MaTOTeHHO
MHKPOMIOPHI HIKHUX IBIXaTeIbHBIX MyTeid. B rpyrime B3pocIbIX MAalMeHTOB BeAyasi poJib MPUHAUIEXKUT TAKUM OCIOXHEHUsIM, Kak MB-acco-
LIMMPOBAHHBII caxapHbIil 1MabeT U HaJu4Ke MepeHeCeHHOTro MHEBMOTOpaKkca. 3akioyenne. PeryisipHblii KoHTposib Han @B/l — HeoTbemieMas
4acTh BeleHUA nauneHtoB ¢ MB. B manHoii paboTe mokaszaHa B3auMOCBsA3b Mexy rmapameTpom O®B u psagoM (akTopoB y MallMEHTOB, He
TOJTyYaIOIMX MATOreHETUYECKYIO Teparuio.

KnroueBbie ci10Ba: MyKOBUCIUIO03, 00beM (HOPCHPOBAHHOTO BbIIOXA 32 1-10 CEKYHIY, MyKOBHCIIMI03-3aBUCUMBII CaxapHbIi 11abeT, MUKpodIIo-
pa, MHEBMOTOPAKC.
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Abstract

One of the most important predictors of the prognosis of cystic fibrosis (CF) is the pulmonary function test — forced expiratory volume in 1 second
(FEV)). It is important for physicians to understand the factors associated with changes in FEV | in patients not receiving CFTR modulators. The aim
of this study was to identify factors influencing changes in FEV, in patients with CF not receiving CFTR modulators. Methods. Retrospective
analysis was conducted using medical records of patients (# = 225) under 18 years who received inpatient treatment in the pediatric department of
the Russian Children’s Clinical Hospital, the Branch of the Russian National Research Medical University named after N.I.Pirogov, as well as
patients over 18 years (n = 181) who were followed by specialists of the Pulmonology Scientific Research Institute under Federal Medical and
Biological Agency of Russian Federation. Results. Nutritional status and the nature of pathogenic microflora of the lower respiratory tract have a key
impact on the FEV/ indicator in childhood. In the group of adult patients, the leading role belongs to complications such as CF-associated diabetes
mellitus and the presence of pneumothorax. Conclusion. Regular monitoring of external respiratory function is an integral part of patient
management in CF. This study demonstrates the relationship between FEV, and a number of factors in patients not receiving pathogenetic therapy.

Key words: cystic fibrosis, forced expiratory volume in 1 second, cystic fibrosis-related diabetes mellitus, microflora, pneumothorax.
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Mykosucuuno3 (MB) — HaciaeacTBeHHOE ayTOCOMHO-
pelieccuBHOE 3a0o0sieBaHUe, TP KOTOPOM HabJionaeT-
Csl CHUXKEHUE MPOAOJLKUTEIbHOCTU XU3HU. Haubosee
YaCcTOM TIPUYMHON CMEPTH MALMECHTOB SBJISICTCS IbIXa-
TeJIbHasI HEIOCTATOYHOCTDb M OCJIOXKHEHUSI CO CTOPOHBI
OpraHoB abixaHus [1].

JlerouHast (hbyHKIIUST OTIPENETSIETCSI METOIOM CITUPO-
METPUM TIPHU CITOKOMHOM 1 (pOpCUPOBAHHOM BEIIOXE,
B KIIMHUYECKOU MPaKTUKE Yallle NCIIOIb3yeTCs] UMEHHO
MeTon (pOopCUPOBAHHOIO BbIAOXA, T. K. IPU 9TOM BO3-
MOXKHO OILICHUTB HE TOJIEKO 00BEM JIETKMX, HO M CKOPOCTh
BO3IYITHOTO MoToKa. CIIMPOMETPHS BXOIUT B 00SI3aTE b~
HBII TIepeYeHb TUArHOCTUIECKUX METOIOB 00CIeI0BAHNS
nauueHToB ¢ MB ¢ 5-n1eTHero Bo3pacrta M MpoOBOAUTCS
Ha KaXIIOM TIJTAHOBOM BU3UTE K JIeUallleMy Bpady, a TaK-
Ke BO BpeMsi 000CTpeHU# (ITpru BO3MOXKHOCTH) U TOC/Ie
ero KyrnupoBaHus [2]. OCHOBHBIMU MapamMeTpaMu MpUu
MPOBEIECHUN CITMPOMETPUU SIBJISTIOTCS:

* 00beM (OopCUPOBAHHOIO BbIAOXA 3a 1-10 CEKyHIY

(ODB,);

* ¢opcupoBaHHas XHU3HEHHAsS €MKOCTb JIETKHX

(DKE);

* coorHoumeHue OPB / ®XKEJ;
* ImMKoBas cKopocTh Beigoxa (ITCB);
* cpenHsss 00beMHAsT CKOPOCTh ITpH Bbigoxe 25—75 %

DXKEJ (COC,, ,);

* MakcMMaJibHasi 00beMHasi CKOPOCTb MPU BbIAOXE 25—

75 % ®XEJI (MOC, ) [3].

[To maHHBIM MHOTOUMCIICHHBIX OTEUECTBEHHBIX U 3a-
pyOexXHBIX pabOT MOKa3aHO, UTO OCHOBHBIM (haKTOPOM,
OTIPEIETISIIONIUM ITPOTHO3 TeUEH ST 3a00JIeBaHMSI, SIBIISICT-
cs lerovHas (yHKLMSA, a MMEHHO — rokasartesnib ODB [4,
5]. OmHako HECMOTpPs Ha AOCTATOUYHYIO M3YYEeHHOCTh
MPpOoOJIeMbI, COXPAHSIIOTCS OTpeaeeHHbIE TPOTUBOPEUHUS
B oLieHKe (haKTOpOB, Busionux Ha napamerp OPB, . [Tpu
mmpokoM BHeapeHnu CFTR-monynsitopoB, 0cO6GeHHO
MperapaToB TPEXKOMIIOHEHTHOI Tepariu, CyIeCTBEHHO
YAYYILIMACS oOILIMii mporHo3 npu MB, onHako gaHHas
tepanus y 10—15 % manueHToOB HEAOCTYITHA MO TeHe-
TUYECKUM KPUTEPUSIM [6], TO0TOMY OLieHKa (haKTOPOB,
BJIMSIONINX Ha «€CTECTBEHHOE» TeUCHME OOJIe3HU TIPU
JIOCTYITHOCTH TOJIbKO 0a3MCHOU Teparuu, sSIBIsIeTCs aK-

TyanbHO. TakuMm oOpa3om, 3amauu padboThl OBUIN OIpe-
NIeJIEeHbl YKa3aHHBIMU O0CTOSITEIbCTBAMMU.

Llenrto uccnenoBaHusl SIBSIOCH BbISIBIEHHUE (PAKTO-
pOB, BIMsIOIMX Ha u3MeHeHuss OB, B 1eTCKOM 1 B3po-
cJioit rpynmnax namueHToB ¢ MB, He nonyyaroiux Tepa-
nuu CFTR-monynsitopamu.

MaTepMan bl U MeTOAbI

PeTtpocniekTBHO ObLIM MPOAHATU3UPOBAHBI UCTOPUU 0O-
JIe3HU NauueHToB (1 = 225) Mojoxe 18 JeT, moyydaBIInx
CTallMOHAPHOE JICUCHNE B TICANATPUICCKOM OTIOCICHUHI
Poccuiickoit neTckoil KIMHN4YeCKOM OONbHUIBI — (hU-
nuana denepasbHOTO TOCYIApPCTBEHHOIO aBTOHOMHOTO
00pa30BaTEILHOIO YIPEKACHUS BBICIIIETO 00pa30BaHUSI
«Poccuiickunii HalMOHAJIBHBIN MCCIIEN0BATEILCKII MEIN -
nuHckuit ynusepcuteT umenu H.U.I1Tuporosa» MuHu-
cTepcTBa 3apaBooxpaHeHust Poccuiickoit denepanmuu,
a Takke nmauueHToB crapiue 18 net (n = 181), HabGnogae-
MBIX crieniranuctamu OenepabHOTO TOCYIapCTBEHHOTO
OroKeTHOro yupexaeHus: « HayuHo-uccnenoBarenbCKuit
WHCTUTYT MyJIbMOHOJIOTHM» DenepaibHOro MeInKo-om-
ojjornyeckoro areHTcTBa Poccuu». Becem nmauueHtam
nuarHo3 MB Ob11 ycTaHOBJIEH Ha OCHOBaHWUM KJIMHUYE-
CKMX MPOSIBIICHUI 3a00JIeBaHUsI, a TAaKXKe TBYKPAaTHOTO
MOJIOXKUTEIbHOTO MMOTOBOTO TecTa U / Wi oOHapyxe-
HUS 2 TTaTOJIOTUYECKNX BAPUAHTOB HYKJICOTUIHOMU ITO-
crnenoBatenbHOCTH B reHe CFTR. Tlepron HabmoneHus
coctaBui oT | o 8 net (2011-2019), 1. e. no BHeApeHUs
CFTR-MonynsaTopoB B MPaKTUKY JeYeHUs MallMeHTOB
¢ MB.

IMaumeHTHI OBUTH pacTpeaeeHBl Ha 2 TPYITIIHL:

* MALMEeHTHI IeTcKoro Bo3pacta (129 neBouek, 96 Majib-

YUKOB; Bo3pacT — 5—15 ner);

* rpymnmna B3pocibix (91 xeHuuHa, 90 My>XX4uH; BO3-
pact — 18—28 ner).

B xaxnmoii rpymnre Oblia MpoaHaanM3MpoBaHa IMHAMUKA
nokasareigs O®PB, 3a 8 et Habmonenus. [l pacyera ro-
kaszarenss OPB, ObUIM UCTIOIE30BAHBI IOJDKHbIE BETUYM -
ubl 151 nereit G. Polgar et al. (1971) [7] u paboyeii rpymiib
EBpormeiickoro coobirectBa ctanu u yris (European Coal
and Steel Community (ECSC), 1993) nns B3pocibix [8].
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s ananusa B3auMocBasu nsmeHenus O®B, u Teyenus
3a00JieBaHUS ObLT BbIOpaH 3-JIeTHUI MIepruo HAOIoNeHUS
KaK HamboJjee MOTHBIN M0 KOJIUYeCTBY HTaHHBIX. Briia
paccuyntaHa otHocutenbHas AO®B, 3a 3-it u 1-it romml
HaOIIOAEHUS TI0 clienylolleit popmyie:

(OoB 0oB

1 3a1rop

)/ O®B % 100%.

1 3a3roga - 13a1rog

3arem ¢ nmomouibio kKputepueB Kpackenna—Yomnuca
1 MaHHa—YUTHU ObLT NMPOBENEH CPAaBHUTEIbHBIN aHa-
713 nostydeHHoro nokasarens AO®B, ¢ napamerpamu,
XapaKTepU3YIOIIMMHU 3a00JIeBaHNE:

* II0J1, BO3pPAcT, FTEHOTHUIT;

*  XapakTep MUKPOOHOTO MUHMULIMPOBAHUST HUKHUX JIbI-
XaTeJIbHBIX ITyTeil;

*  HaJIMYME UPPO3a MeYCHH;

*  MB-3aBucumblii caxapHbiii fuader (M3CJ);

* TOJIUMO3HBI PUHOCUHYCHUT;

* HapyIlIeHHMe 3K30KPUHHOM (DYHKIINY ITOIKETYI0IHOMN
JKeJIe3bl;

* JIerOYHOE KPOBOTEUYECHMUE;

* IHEBMOTOPAKC;

*  aJUIeprUICCKU OPOHXOJIETOIHBIN acIIepruuie3;

* OHKOJIOTWUYECKOe 3a00JIeBaHME.

Amnann3 B3aumocssasu AODB, ¢ pusnyeckum paspu-
THEM OCYLIECTBJISIICS y TALIMEHTOB 00EWX TPy Pa3HbIMU
crocobaMu:

* HYTPUTUBHBIM CTaTyC B IPYIIIE AETEM OLIEHMUBAJICS C IO~
MOILIbIO KOMIBIOTEPHOI TiporpaMmbl WHO-Antro Plus,
e paccuuThiBajcs: MHAeKC Maccol Tefa (MMT) o Bo3-
pacty (BAZ (BMI-for-age z-score) — WHIEKC MaCChI
Tesa Mo BO3pacTy ([Jis NeTeit) COrTaCHO KPUTEPUSIM
BcemupHoit opranuzanmm 3mpaBooXpaHeHUsT™;

* Y B3pOCJbIX ManueHToB oueHuBaicst UMT. [IluHamuka
HYTPUTUBHOTO CTaTyca y AeTeil OlleHMBaJach IO I10-

kazatesiio ABAZ 3a 3-i1 u 1-ii roabl HaOJIIOEHUS,

B rpymre B3pocibix — o AUMT 3a 3-ii u 1-ii rofsl.

Hsmenenune mapamerpa O®B, oueHuBanock ¢ no-
MOIIBIO IBYX(HAaKTOPHOTO PAHTOBOTO AUCIIEPCUOHHOTO
aHanm3a @puaMaHa ISt CBI3aHHBIX BHIOOPOK. Pasmmaus
CUUTAJIUCH CTATUCTUYECKU 3HAYMMbIMU Tipu p < 0,05.
IMocTpoeHo ypaBHeHUE TTapHOU perpeccuu Mexy Ta-
pameTpom ODB, 1 nokasaresieM HyTPUTUBHOTIO CTaTyca
nanueHToB. st onpeaesieHus BEAYIIUX MPEAUKTOPOB
usmeHenus O@B, npoBeneH aHanu3 «1epeBa peleHnii»
o metony CHAID.

Pesynbrarthbl

YcranosneHo, uto mennana (Me) OPB, Ha 1-M rony Ha-
OmoneHust B rpyme aeteii cocrauia 89 (73—100) %,
TOra Kak BO B3pocioii rpynne — 61 (42—83) %
(Taba. 1).

Mo nanHbIM aHanu3a usmeHenuit OPB B conocras-
JICHUH C TI0JIOM WJIM T€HOTUIIOM ITallMeHTOB («TSIKe-
JIBIA» / «MSITKMI1» T@HOTUII, roMo3urotHocTs F508del /
BCE OCTAJIbHbIE) CTATUCTUYECKUX Pa3IMIUil HU B OTHOM
rpymIie He mokasaHo (p > 0,05).

Chuxenune O®PB, 3a 1-ii ron cocrasuno 3 (0—8)
u 4 (1-9) % B rpynmnax neteii U B3pOCJIbIX COOTBETCT-
BEHHO.

3a 3-1eTHUI TIepro HaOIoAeHUS O(I)B1 B IIETCKOU
rpymne cHusuics Ha 9 %, a Bo B3pocioii Ha 11 %. Hc-
cle0BaHNe B3aMMOCBSI3U TToKa3aTeeld HyTPUTUBHOTO
craryca (BAZ) n O®B, npoaeMOHCTPUPOBAJIO HATUYME
TaKoit 3aBUCHMMOCTH B rpymire aeteit (p < 0,01), Torma
KaK y B3pOCJIbIX MOAO0OHKIN pe3yabTat ¢ aHaauzom UMT
He BoIsiBIeH (p = 0,111). [TonyyeHHas1 B3aMMOCBSI3b TUHA-
mMuky O®B, ¥ HyTPUTHBHOTO CTaTyca y JeTeii onpeesnmna
3aBHUCUMOCTD MEXKIY CTEIIeHbIO HETOCTATOYHOCTH ITHTA-

Tabauua 1

Jlunamuxa o6sema gpopcuposannozo evtooxa 3a 1-1o cexyndy 3a 8 1em Hab.at00eHUs 8 0eMCKOUL U 83POCAOI 2pynnax

nauuenmoe c MyKosucuudozom
Table 1

Dynamics of forced expiratory volume in 1 second over 8 years of observation in pediatric and adult groups of patients

with cystic fibrosis

| 0B, %
Togb! HabnioaeHus ‘ Ootiee sucro raieTos AeTH B3pOCIbIe

‘ AeTn B3pocnble Me (IQR) min-max Me (IQR) ‘ min-max
1 225 181 89 (73-100) 29-150 61 (42-83) 19-130
2 184 155 84 (67-96) 25-136 55 (35-76) 15-135
3 188 155 81 (59,5-95) 16-133 50 (32-75) 13-125
4 179 148 77 (58,5-91,5) 16-122 45 (28-69) 13-124
5 104 17 70,5 (52-88,5) 23117 46 (30-68) 16-118
6 74 99 73 (50-87) 19-114 43 (30,5-68) 15-124
7 47 73 69 (56,5-87) 21-113 41 (32-64) 16-115
8 34 45 71,5 (60-90) 19-108 37 (28-55) 16-127

Mpumeyarme: OGB, - o6bem BhopcuposaHHONO Bhifoxa 3a 1-10 cekyHay; Me - meavara; IQR (InterQuartile Range) — MexKBapTUnbHLIA pasmax.

* http://www.who.int/childgrowth/software/en/
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Hus v nafeneM O®B, B rpynne aeTeid, B pe3yabTare Yero
OBLJIO ITOCTPOEHO YpaBHEHNE TTAPHON PErpeCcCUN:

YAO®B1 =-9.25+49x XABAZ’
e Y, on — AOCDBl 3a 3 roga HaGmonenus, %;
2
X, paz — Z-0amnn uHmexkca Macchl Tena (Kr / M?) 3a 3 rona
HaOJIIOIeHNS.

Taxkum obOpa3om, IPOAEMOHCTPUPOBAHO, UYTO MPU
cHxeHUM ABAZ (yMeHblIeHUE CTeNeHU HeA0CTaTOu-
HOCTHY MIUTAHWS) Ha EMUHNLLY CIEAYET OKUIATh CHYDKEHUS
AO®DB, (yny4nieHre BEHTHIALMOHHOM (DYHKIIMHM JIETKHX)
Ha 4,9 %.

[Mpu usyyenun nunamuku ODPB, B 3aBuCcUMOCTH
OT TIPENMYIIEeCTBEHHOTO MH(MUIINPOBAHUS TTATOTeHHOM
MUKPOMIIOpOi TTpoaHaaIM3UpOBaHbl TaHHbIE 167 mereit
U 144 B3pOCbIX MALUMEHTOB, Y KOTOPHIX B TeUeHUE 3 JIeT
OTpeIeIsiyiCsl OMUH U TOT Ke TaToreH. bbuTo BhIsIBIIE-
HO, YTO B TPYIIIe IeTeil HauMeHbIIAsI CTeIICHb CHIUKE-
Huss OB, 3a 3 roma oTMeyanach npu MHOULIMPOBAHUY
METULIMJIJIMH-YYBCTBUTEIbHBIM (methicillin-sensitive —
MSSA), a HaubosbIIasT — METULIWJLTUH-PE3UCTEHTHBIM
(methicillin-resistant — MRSA) Staphylococcus aureus
u Burkholderia cepacia complex (BCC) (p < 0,001) (puc. 1).

B rpymnre B3pocibIX HauMeHbIIasl CTeNeHb CHUKEHUS
O®B, 3a 3 rona orMevanach Npu MHGULUUPOBAHUY Ach-
romobacter spp., a HanOomnbiras — npu MRSA (puc. 2),
OMHAKO CTAaTUCTUYECKON 3HAYMMOCTH HE BBISBICHO
(p > 0,05).

B o6Geunx rpynmax Obui naumeHThl, y Kotopbix OPB,
Ha 3-#1 rom HaOJIIOAeHWS OCTaBajICsI HEU3MEHHBIM WIIN

naxe yBeauuuics. B rpyrine neteii naHHbIN (hakT OTMEUYEeH
y 41 (24,6 %) nauueHnra, cpeau B3pocibix —y 18 (12,5 %)
(Tabm. 2).

ITpu olLieHKe B3aMMOCBSI31 OciIoXHeHIT MB ¢ AO<I)B1
y MaLMEeHTOB IETCKOTO BO3pacTa 1 B3POC/IbIX IPUHUMATKUCH
B pacyeT TOJIbKO Te JINIIA, Y KOTOPBIX OCTIOXKHEHHUE ObLIO 3a-
(puKcrpoBaHO B TeUeHME 3 JIeT HAOMOACHNS, UCKITIOUCHIE
COCTaBWJI TIEPEHECEHHBI ITHEBMOTOPAKC, HATMINE KOTO-
poro onpeaensyioch 1-M ronoM HabIoAeHYSI. Y MalMeHTOB
MoJIoXe 18 JieT He BBISIBJIEHO HY OTHOI B3aMMOCBSI3M XapaK-
Tepa U3MEHEHUIA OCI)B1 3a 3 rofga ¥ HAJIMYUS OCJIOKHEHUI.
Cumxenne O®B, B rpyrme B3pociibix nauuentos ¢ M3CJI
(n=16) cocrasuio —27,27 (—34,78 — (—15,38)) %, . , uTO
JIOCTOBEPHO BBIIIIE, YeM B TpyIIIe Oe3 caxapHoro auadera
(C) (n = 124), tae oHo cocrapisuio —14,59 (—22,45 —
(=5,41)) %, (p=10,039). Taxxe GbL1 OGHAPYXKEH aHAO-
TMYHBINA Pe3yJbTaT B IPYIIIE MallMEHTOB C MEPEHECEHHbBIM
nHeBMoTopakcoMm (n = 7), rae AO®B, cocrasnsna —27,27
(—44,83 — (—18,01)) % B mpoTHBOBEC MalMeHTaM 6e3 pa3-
BUTHSI TTHEBMOTOpAKCa, Iie CHIKEHME COCTaBIIsio —14,78
(—24,44 — (-5,95)) % (p = 0,038).

B pesynbraTe aHanM3a BCex mapaMmeTpoB TeUeHUsI 3200~
nesanus ¢ AO®B, 3a 3 rona ynanoch MoCTPOUTH «I€PEBO
peleHuii» (puc. 3).

B nonyuyeHHOM «aepeBe pelleHuii» HaOJIOJaINUCh
4 TepMUHAIBHBIX Y3J1a, XapaKTePUCTUKNA KOTOPBIX TIPeI-
CTaBJICHBI B Ta0JI. 3.

CornacHo npencTaBleHHBIM JaHHBIM, neuut UMT
(ABAZ) n unpuuuposane BCC sBastauch KI0UeBBIMU
(bakropamu B MporHo3se pucka cHkenuss O®B, y maum-
eHTOB MoJioxke 18 ner. I[Ipu n3ydeHUn coueTaHUs 3TUX

[e)
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s
[<}]
T
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g ~20,14 |
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Puc. 1. Ilunamuka nokasarejieit oobema (popCupOBaHHOIO BbIIOXa 3a 1-10 CEKYH/Iy IPU pa3IMuHON MUKPO(IOpe HUXKHUX JTIbIXaTeIbHbIX ITyTei

B TeyeHUe 3 JIeT HaOIIoIeHUs Y MallueHTOB MoJioxke 18 et

[pumeuanne: AO®B, — usmenenue o6bemMa GOPCUPOBAHHOTO BbLIOXA 3a 1-10 cekyHy; MSSA (methicillin-sensitive) — METULMIUIMH-4YBCTBUTEIbHbIIA,
MRSA (methicillin-resistant) — METULWIIIMH-PE3UCTEHTHBII Staphylococcus aureus; BCC — Burkholderia cepacia complex.

Figure 1. The forced expiratory volume in 1 second with different microflora of the lower respiratory tract over 3 years of observation in patients

under 18 years of age
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B TeueHMe 3 JIeT HabIoAeHUS y NaliMEHTOB CTapllec 18 ner

[Tpumeuanune: AO®B, — usmenenue o6bema GOpCUPOBAHHOTO BbLIOXA 3a 1-10 cekyHy; MSSA (methicillin-sensitive) — METULMIUIMH-YYBCTBUTEIbHBIIA,
MRSA (methicillin-resistant) — MeTULMIIMH-PE3UCTEHTHBII Staphylococcus aureus; BCC — Burkholderia cepacia complex.

Figure 2. The forced expiratory volume in 1 second with different microflora of the lower respiratory tract over 3 years of observation in patients over

18 years of age

Tabauua 2

Yeeauuenue o66ema ghopcuposannozo eévidoxa 3a 1-1o cexyndy 3a 3 200a 6 3agucumocmu om xapaxmepa UHpEeKUUoHH020

namoeena
Table 2

Increase in forced expiratory volume in 1 second over 3 years depending on the infectious pathogen

Tetu, n (%)

B3pocnbie, n (%)

Mukpo6HbIi natoreH

obwee yncno

Y1cno nauueHToB

obLwee yncno

YUCNO naLueHToB

MaLMEHTOB C AaHHLIM C HEN3MEHHbIM Me (IQR) NaLMeHTOB C AaHHbIM C HEU3MEHHbIM Me (IQR)
naToreHoMm unu yeennyeHHbIM OOB, naToreHoMm unu yeenn4exHbIM OPB,

MSSA 53 (28,2) 16 (30,2) 8,6 (1,5-12) 26 (18,1) 4(118) 1,6 (0-16)
P. aeruginosa 67 (35,6) 12(17,9) 8,1 (0,6-18) 62 (43,1) 10 (14) 5(1,2-9)
Achromobacter spp. 15(9) 2(133) 6,5 (3,6-9,5) 12 (8,3) 2(143) 0(0)
MRSA 12 (6,4) 1(12,3) 23,52 4(28) 1(20) 8,33
BCC 20(10,6) - - 40 (27,8) 1(1,9 0
Bcero

Mpumeative: OGB, ~ 0BbeM hopcupoBaHHOrO Bbigoxa 3a 1-o cexynay; MSSA (methicillin-sensitive) — MeTuumunauH-4yBeTauTenbHbIA, MRSA (methicillin-resistant) ~ METULMNMH-PEIUCTEHTHbIE
Staphylococcus aureus; Me — meauana; IQR (InterQuartile Range) — mexkeapTunbHbili pasmax; BCC - Burkholderia cepacia complex.

(aKTOPOB YCTAHOBJIEHO, YTO TALIMEHThI C pasHulieii BAZ
Boire —0,05 3a 3 roga HaOMOAEHUN U HE UHDULUPO-
BanHble BCC nMerT caMblii HU3KUU PUCK CHIKCHUS
AO®B, — (-2,5 %), cpennuii puck AO®B, (-16,1 %)
OTMEYEH Y JIMII, Y KOTOPBIX CHUXKEHMS B nMHaMuke BAZ
He BBISIBJIEHO, HO MHGULMpoBaHHBIX BCC, a malneHTh
¢ ABAZ < (—0,05), madpurmposanasie BCC, nMenu prck
caMoro BbICOKOTO cHxXeHus AOPB, — (-25,8), coor-
BETCTBEHHO, B MOJIyYeHHOI nape (hakToOpoB HEraTUBHOIO

BiuAHUA Ha ODB, Hanbonee 3HaYMMBIM sABNIsAETCS (PaK-
Top uHduimpoBanus BCC.

JIJ1s TPYIITIBEI TTAIIMEHTOB cTapime 18 et mocTpouTh
«IE€PEBO PEIICHUN» HE yIaJI0Ch.

O6cyxaeHue

M3meHeHue JerouHoi (hyHKIIMKA TaBHO HAXOauTCs B (ho-
Kyce BHUMaHMs McclienoBareneii, T. K. napamerp OPB
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AO®B, 3a 3 ropa HabntogeHus

Y3en 0
CpenHee -9,636
co 16,406
n 184
% 100
MpeackasanHas -9,636
[=]
ABAZ
Peopp. = 0,000, F = 19,981

CreneHb cBoGogbl 1 =1, cTeneHb cBo6oAbI 2 = 182

|

<0,050
Y3en1
CpepnHee -14,001
co 17,004
n 107
% 58,2
MNpepcka3saHHas -14,001
\ [=]
WHdmumposanue BCC B TeueHue 3 net
Pexopp. = 0,029, F = 4,874,

CreneHb cBoboAbI 1 =1, cTeneHb cBoboAbI 2 = 105

|
| |

|

>0,050; nponyweHo

|

Y3en 2

CpepnHee -3,570

co 13,443

n 7

% 418

MpepckasanHasn -3,570

‘ [=]
WHdmumpoatue BCC B TeyeHue 3 net
Pecopp. = 0,016, F = 6,055,

CreneHb cBobOAbI 1 =1, cTeneHb cBoboAbI 2 = 75

|
| |

BCC nponyLeHo BCC nponyLeHo
\ \ \ \
Y3en 3 Y3en 4 Y3en 5 Y3en 6

CpegnHee -25,764 CpenHee -12,921 CpenHee -16,127 CpenHee -2,509
co 20,375 co 16,362 co 12,215 co 13,072
n 9 n 98 n 6 n 4l

% 49 % 5383 % 33 % 38,6
MpenckasanHas -25,764 MpenckasanHas -12,921 MpenckasanHas -16,127 MpenckasanHas -2,509

Puc. 3. «/lepeBo pelienmii» HakTopoB pucKa CHIDKEHUST 00beMa (pOPCUPOBAHHOTO BBIIOXA 32 1-10 CEKYHIy B TeUeHUe 3 JeT
[Mpumeuanue: CO — crannaptHoe oTkJIoHeHue; BAZ (BMI-for-age z-score) — WHIEKC Macchl TeJia 1o Bo3pacty (IUisl ieTeil) corinacHo KpurepusiM Beemup-

HoIt opraHusaumu 3apaBooxpaHenus; AO®B, — usmenenue obbeMa GopcupoBaHHOrO BbloXa 3a 1-10 cekynny; F — x5 p

— CKOPPEKTUPOBAHHOE

cKOpp.

3HaueHue p; MSSA (methicillin-sensitive) — MEeTULMITMH-U4yBCTBUTENbHBIN, MRSA (methicillin-resistant) — MeTULWIIIMH-PE3UCTEHTHBIN Staphylococcus

aureus; BCC — Burkholderia cepacia complex.

Figure 3. Decision tree of risk factors for decreased forced expiratory volume in 1 second over 3 years

Tabauua 3
Xapaxkmepucmuka mepmunaibHbIX Y3408 «0epeea
pewenuil> (6 nopsioKe yMeHbUeHUs 3HAUUMOCHL)

Table 3
Characteristics of the terminal nodes of the decision tree
(in order of decreasing importance)

Ne yana Hanuuue chaktopoB pucka ‘ n (%) ‘ CpepHee
6 ABAZ > (-0,05), He nH¢pmumpoBanbl BCC 71(38,6) -2,5
4 ABAZ < (-0,05), He nH¢pmumpoBaHbl BCC 98 (53,5) -12,9
5 ABAZ > (-0,05), uHdpuumpoBanbl BCC 6(3,3) -16,1
3 ABAZ < (-0,05), uHdpmumpoBaHbl BCC 9 (4,9) -25,8

Mpumeyanve: BAZ (BMI-for-age z-score) — Haekc Macchl Tena no Boapacry (ans Aetelt)
COrMacHo KpuTepusim BeemipHoil opraHu3aLii 3paBooXpaHeHws.

SIBJISIETCSI OCHOBOTMOJIAralolnM (GakTopoM MPOrHosa 3a-
ooseBaHwms [4, 5].

Bnepsoie B Poccuiickoit @enepanny mpoBeaeHO
PETPOCIIEKTUBHOE MPOAOJIbHOE UCCIeNOBaHUE, 110 JaH-
HBIM KOTOPOTO MCClIea0oBaiach IMHAMKUKA TTOKa3aTest
O®B, 3a HECKOJIBKO JIET B OTAENBHO B3ATBIX JETCKOM
M B3POCJION IpyIlnax MauueHTOB, He MPUHUMAIOIINX
CFTR-MonynsiTOphI.

[1poneMOHCTPUPOBAHO, YTO B AETCKOM IPYIINE CHUXE-
Hue O®B, npoucxomuT MelIeHHee, YeM BO B3POCIOi, —
3% (0—8) 1 4 % (1—9) cOOTBETCTBEHHO. DTU TaHHbIE
KaXXyTCsI BIIOJIHE 3aKOHOMEPHBIMU C YY€TOM aHATOMO-
(usmomornyeckux 0CoOGEHHOCTEI TETCKOTO BO3pacTa,
B YACTHOCTH, POCTA JIETOUHOM TKAHU, IIPOIOJIKAIOLIETOCS
B TeUEHUE BCEro AeTCKOro Bo3pacta. OmHako B paboTe
aMEPUKAHCKUX KOJIJIET ObLJIO OTMEUEHO 3aMeJICHHE TEM -
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MOB CHMKEHUST DYHKIIMU JETKUX Y MallMeHTOB CTaplie
18 net [9].

OTMeYeHO, YTO B 0OOEHX TPYITIIaX BO3MOXHO YBeJTUe-
Hue ODB, ¢ TeueHreM BpeMeHU, IPUYEM B IETCKOM IpyTI-
e OHO BCcTpeyaeTcs bosee yacto — B 31% ciyyaes, Toraa
Kak y B3pocibix — B 12,5 %. [1pu OTCYTCTBUM 3HAYMMBIX
cBaseii nopbiieHns OB, ¢ ucenenyembiMu hakTropamMu
TPEOYIOTCS JaTbHEUIITNE UCCICIOBAHNS.

Bbrutu BhIsIBIEHBI (DAKTOPBI, TOCTOBEPHO CBSI3aHHbIE
co cumxennem O®B,, pasnuuHble 11 IETCKOI 1 B3PO-
cioit rpynn. B nerckom Bozpacte ato — UMT u xapakTep
MHMKPOOHOTO MH(MDHUIIMPOBAHUS, Y B3POCIIBIX JIUI] — HAJIV-
yre M3CJI v riepeHeceHHbII MHeBMOoTOpakc. CTOUT OT-
METUTb, YTO (haKTOPHI JIETCKOTO BO3pACTa SIBIISTIOTCS JINOO
YaCTUIHO 00OPaTUMBIMU, TUOO N3MEHSIEMBIMHU C TIOMOIIBIO
Teparmu, 9eTo HeJlb3s cKa3aTh O (paKTopax, CBSI3aHHBIX
¢ 6osnee BbIpaxXeHHbIM cHIkeHreM O®B, Bo B3pocoit
TpyrIe.

Huskuit UMT moctaToyHO 4acTO BBIAEISIETCS MC-
ClIeI0BaTeISIMI KaK HEOJIaroNpUsTHBIM B OTHOIIICHUN
(YHKLMU JTETKUX U ITPOTHO3€e TeueHUsT 3a0osieBaHus [10,
11], a HyTPpUTUBHOE BMEIIATEIbCTBO CIIOCOOHO BIUSTH
Ha JierouHyo dhyaKumio [12, 13].

ITo naHHBIM MHOTOYMCIEHHBIX PabOT CO CXOXUMU
LIEJSIMU TI0Ka3aHo, YTO HeOJaronpusiTHIM (paKTOPOM
cuntaetcs uHpuuupoBanue P. aeruginosa [14], a Tak-
JKe BBIIEJCHUE B ITOCeBE MOKPOTHI Achromobacter spp.,
YTO aCCOLIMMPYETCS CO CHIKCHUEM JIETOYHON (hyHK-
uuu [15]. B3auMocBsi3b MUKPOOHOTO MHMPUIIMPOBAHUST
¢ O®B, BbIgABIEHA MO PE3yIbTaTaM MPEICTaBIEHHOrO
HCCJIeA0BAHMS TOJIBKO B IETCKOU IpyIIie — HauMeHb-
1Iee majgeHnue OTMevanoch Ipyu MHpumpoBanun MSSA
(Me (—3,15) (-8,8) — 1,9)), 6osiee BbIpaxkeHHOE — TIPU
BbiceBe P. aeruginosa (Me (—10,53) (=22) — (=2,2)), euie
Gosnbliie — ripu Achromobacter spp. (Me (—12,99) (—21,9) —
(—=1,8)) u BCC (Me (—16,67) (—34,3 — (—9,3))), Mmak-
CUMaJIbHO BBhIpaxkeHo — Mpu uHGuuupoBaHun MRSA
(Me (—20,14) (—29,8) — (—2,7)). Kpome TOro, UMEHHO
couetaHue HuU3koro UMT u Hanuuusa BCC B npixareib-
HBIX MYTSIX SIBUJIOCH JOMUHUPYIOIIUMHU (haKToOpaMu P
Heb1aronpuaTHOM nportose O®B, 3a 3 rona B rpynme
nauueHToB Mojioxe 18 ner. Cpeanee otkioneHne OPB
Yy TaKUX MalMeHToB coctaBuio —25,8 %  Tlosasnenue
BCC kak Benymiero pakTopa pricka oTpuLIaTeTbHOMN K-
Hamuku O®B, BriojHe 00BACHUMO, T. K. UMEHHO C MH-
puLMpoBaHEM 3TUM MTATOTEHOM aCCOLIMUPOBAH MaKCH -
MaJIbHO HEeOJIarOMPUSITHBIN IIPOTHO3 M UCXO Y OOJIBHBIX
MB [16].

YV B3poCbIX MAMEHTOB CHIKEHNE (DYHKITMU JIETKUX
cBs13aHo ¢ HamnuueM M3CJI, KOTOpBIi SIBJISIETCSI OMHUM
M3 YaCTHIX COITyTCTBYIOIINX OCIIOKHEHUI 3a00IeBaHu,
BcTpeuatoieecs B 1,7 % ciiydasix B I€TCKOI MOMYJISILIAK
6o0sbpHBIX MB B Poccuiickoit ®enepanym v 8 10,9 % ciy-
yasix — cpeau B3pocibix [17]. PazHulia B yacToTe npes-
CTaBJICHHOCTU OCJIOKHEHHUS Y IETEH U B3POCIIBIX CKOpEe
BCErO SIBJISICTCS] MIPUYMHOM HAJTMYMS 3TOTO (PaKTOpa TOIb-
KO Y TMallMeHTOB cTapiie 18 j1eT. YueHbIMU yXXe oTMeua-
Jach cBs13b M3CJI ¢ ObICTPBIM CHUXKEHUEM I bIXaTeIbHOMU
dynakmum [18].

Eme omHUM BBISIBIEHHBIM (haKTOPOM, CBSI3aHHBIM
¢ mageHueM QYHKIUU IbIXaHUS Y B3POCIbBIX, SIBJISIETCS

NepeHeCeHHbII ITHeBMOTOpaKc. JJaHHOE OCIOXHEHHE CBSI-
3aHO C MMOBPEXIEHUEM JIETOUHOM TKaHU, MOCTIeIYIOIeM
CHIDKEHMEM 3JIACTUMHOCTU 1 UCKITIOUCHUEM U3 Ta3000Me-
Ha [19]. CHmXeHuMe JJerouyHol (hyHKIIMY Ha (DOHE TIepeHe-
CEHHOTI'0 ITHEBMOTOPAKCA SIBJISIETCSI 3AKOHOMEPHBIM CJIE]I-
CTBHEM 3TOT0 I'PO3HOTO OCJIOXHEHUs 3a0oeBaHus [19].

3aknioyeHue

OueHka JeroyHoi (yHKIIMU, a UMEHHO — MoKa3aTes
Od)B], SBJISIETCS BAXXHOW PYTMHHOW 3amayei Bpayew,
paboTarimux ¢ nauueHramu ¢ MB. Ilo pe3yiabraTam
WUCCEA0BAHUS NMPOJEMOHCTPUPOBAHO BIMSIHUE Pa3Iny-
HbIX (pakTOpOB Ha nokasareab OMB, y nereil u B3pocibix
¢ MB, xe npuanMaromux CFTR-momyngaTopsr.
KoHTpoap Ham HYyTPUTUBHBIM CTAaTyCOM M TIpOdu-
JIaKTUKa MEePeKPECTHOTO MHMPUIIMPOBAHUS TALMEHTOB
JIETCKOTO BO3pacTa SIBJISIIOTCS OCHOBOIOJIAralolnuMu 3a-
JlayaMM B BeIeHUHU NaliMeHToB ¢ M B, He nojyyarommx Te-
pario CFTR-monynsaTopamu, mjist COXpaHeHUsI IETOUHOM
(GYHKLMM U YAy4YLIEHUsT TPOrHo3a 3aboseBaHus. Takue
ocnoxHeHus1, Kak M3CJI 1 mHeBMOTOpaKC, He MOAIAI0TCs
MEepBUYHON MpoduiiaKTUKe, OMHAKO HEOOXoauma Tiia-
TenbHast paHHsIs nuarHocTrka CII 1 0coObIii KOHTPOJIb Ha,
COCTOSIHHMEM TTalIUEHTOB C JIIOOBIM U3 3TUX OCIOKHEHUI.
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