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Pesiome

BeeneHue. [porpeccpoBaHme Nero4Hor U cepaedyHON HeLoCTaTOYHOCTU SBNSETCS CaMOM 4acToW MPUYMHOM CMepTU NaLMeHTOB
C MyKOBMCLMLO030M (95%). B CBA3M C 3TMM ANS NALMEHTOB C MyKOBUCLMA030M (MB) 04eHb BaxkeH MOHWUTOPUHI COCTOSIHUS BPOHXO-
NeroyHom cuctembl. CTPYKTYPHbIE M3MEHEHMS BU3YaNM3MPYHOTCS MO KOMMbIOTEPHOW TOMOrpadum OpraHoB rpyaHOM KNeTKK, a Ang ux
OLIEHKM NpuMeHsieTcs 6annbHas wkana bpoan.Y netelt ctapwe 5 neT GyHKLMOHaNbHbIE NOKa3aTenu nerkux onpeaenstoT no cnupo-
MeTpuu, boamunneTusMorpadum, UCCNefoBaHUO AMPPY3MOHHOM CNOCOBHOCTM Nerkux, a pesynbTaTbl OLEHWMBAKOT B MPOLLEHTAX
oT AOoMKHbIX (%) 3HaYeHwmi. MNpu Tecte AMPPY3MOHHOW CNOCOBHOCTU Nerkmx no MoHookcuay yrnepoaa (CO) ¢ oAHOKPaTHbIM BLLO-
xoM (single-breath, SB) onpepnensitor neroynyto auddysuto (diffusion capacity of the lungs) - DLCO-SB, anbBeonsipHblii 06bem
(VA-SB) 1 ux oTHoweHwue (KCO-SB). Mpu Hanuuum HeQOCTYNHbIX A nepdy3um rasa 30H VA-SB MoxeT He oTpaxaTb UCTUHHDBIN VA,
[1ns nauMeHToB C MyKOBMCUMA030M npennoxeHo npu pacdete KCO ucnonb3osath VA, onpenensiembiid no 6oamnnetmamorpadumu,
unm nposoauTb koppekumto DLCO-SB (%) n KCO-SB (%) no VA.

Uenb. OueHnTb MHGOPMATUBHOCTb HeckoppekTnpoBaHHbIx DLCO-SB 1 KCO-SB, nHhopMaTUBHOCTb 3TUX NOKasaTenei ¢ NonpaBKow
Ha VA, a Takke KCO c pacyetom VA no 6ogunnetnamorpadum y feteit ¢ MyKOBUCLMAO30M.

Matepuansl u MeToabl. B nynsMoHonormnueckom otaenenun @AY «HMULL 3popoBbs feTeli» 06cnenoBaHbl 28 feteit ¢ MyKOBUCLM-
[030M (8-18 nert), KOTOPbIM NPOBOAMUAUCH TECT AUDDY3MOHHOM CNOCOBHOCTM Nerkmx, CMpomMeTpus, 6oaunneTmsmorpadus, nabo-
paTopHble U aHTPOMOMETPUYECKME U3MEPEHUS U KOMMbIOTEPHAs TOMOrpadus OpraHoB rpyLHON KNeTKM.

Pesynbtathbl u 06cyxaeHue. BbissneHo, 4To y 601bWMHCTBA NALMEHTOB Noka3aTtenu Tecta Anddy3noHHOM cnocobHOCTU nerkmx Hbiiu
B Npefenax HopMbl, a CHUXeHWe Habnopanock y feteit ctapwe 14 net Ha GoHe BblpaKeHHOM HPOHX03KTa3NM.

BobiBoabl. Anddy3nMoHHas cnocobHOCTb NErkMX y AeTel C MyKOBUCLMA030M ABASETCS MHOOPMATUBHBIM UCCIIEL0BAaHMEM, OAHAKO AN
3TOro Heob6XoLMMO NPOBOLUTH KOPPEKTUPOBKY Ha aNbBEONSIPHbINA 0ObEM.

Kntoueeble cnoBa: AMddOY3MOHHAsA CNoCOBHOCTb NETKMX, AETU, MYKOBUCLIMAO03, CMTMPOMETPUS, 6oannaeTnaMorpadus, KOMMbio-
TepHas ToMorpadus OpraHoB rpyaHON KNeTKM, WKana bpoau, anbBeonspHbiii 06bem
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Abstract

Introduction. Progression of pulmonary and heart failure often causes death in patients with cystic fibrosis (95%). Therefore,
monitoring of lung condition is very important for patients with cystic fibrosis (CF). Structural changes are visualized by comput-
ed tomography of the chest (CT) and are scored using the Brody scale. For children older than 5 years, pulmonary function
tests (PFTs) tests (which are evaluated in percent of predicted (%) values) are available, such as spirometry, body plethysmogra-
phy (BP), diffusion capacity of the lungs (DL) test. The results of the single-breath (SB) DL for carbon monoxide test are DLCO-SB,
alveolar volume (VA-SB) and their ratio (KCO-SB). In the presence of non-communicative zones for gas perfusion, VA-SB may not
present true VA. For patients with CF, it is proposed to use VA determined by BP for calculating KCO-BP, or to adjust the predicted
DLCO-SB and KCO-SB for VA.

Aim. To assess the informativeness DLCO-SB, KCO-SB and KCO-BP in children with CF.

Materials and methods. 28 children with CF (8-18 years old) were examined in the department of pulmonology of the National
Research Center for Children’s Health. PFTs included DLCO-SB, spirometry and BP. Additionally, we evaluated the data of the blood
gas and acid-base values, age, body mass index and CT scores.

Results and discussion. We found that in most patients DLCO-SB and KCO-SB were within the normal range, and decreased

in children older than 14 years with background of severe bronchiectasis.
Conclusion. Thus, in children with CF the DL test is informative, and adjustment for VA is useful.

Keywords: diffusion capacity of the lungs, children, cystic fibrosis, spirometry, body plethysmography, computed tomography

of the chest, Brody’s scoring system, alveolar volume
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BBEAOEHUE

Mykosucumnnos (MB), uan kuctosHbii ¢ubpos (Cystic
fibrosis), — 0AHO M3 caMbix YacTbiX OpdaHHbIX 3aboneBaHui.
MB 4BNnsieTcs MOHOreHHbIM, HACeayeMbIM MO ayTOCOMHO-
peLeccMBHOMY TUMY, NONCUCTEMHBIM 3aboneBaHMEM, KOTO-
poe XapaKTepusyeTcs pacnpoOCTPaHEHHbIM MOpPaXeHWeM
BCEX IK30KPUHHbIX Xene3 opraHM3ma, B YacTHOCTH, KMCTO3-
HbIM nepepoxiaeHneM nomkenyaodHon xenesbl (MXK)
M NOPaXEHWEM [bIXaTeNbHOW CUCTEMbI BCNIEACTBME HapyLUe-
HUS DYHKUMM M CTPYKTYPbl X/IOPHbIX KaHanoB mMembpaH
anuTenuanbHbix knetok [1]. 3To BbI3biBaeTCa MyTaums-
MU (BapMaHTaMu HYKNEeOTMAHOM MOCnef0BaTeNlbHOCTH)
B reHe TpaHCMeMOpaHHOro peryngropa MNpoBOAMMOCTM
mykosucumposa (MBTP wnm  CFTR, Cystic Fibrosis
Transmembrane conductance Regulator). Ha pgaHHbIN
MOMeHT BbisiBfieH 401 naToreHHblli BapMaHT!, U3 KOTOPbIX
Hanbonee yvacto B Poccmmn BcTpeyatotcs: F508del (52,79%),
CFTRdele2,3 (6,32%), E92K (2,65%), 2184insA (2,02%),
2143delT (1,65%), 3849+10kbC>T (1,65%), N1303K (1,33%),
G542X (1,33%), W1282X (1,11%), L138ins (1,06%) [1].
PaznuyHble MyTaummn 06beaMHAIOT B 6 KNACCOB, OTPAXKAOLLMX
MX QYHKLMOHANbHbIE NMOCNEACTBUSA, @ T€ M3 HUX, KOTOpble
accoumMmpyroTcs C MaHKpeaTMYeckonm HeaoCTaTOYHOCTbIO
1 BblpaXXeHHbIM nopaxeHueMm nerkmx (I-11l knaccer), oTHOCAT
K «TsxenbiMy». B cBOW o4vepenb, MporpeccMpoBaHue neroy-
HOW M CepAEeYHON HEeAOCTATOYHOCTU SBASETCS CaMOM 4acToOM
npuYnHOM cMepTu naumnerTos (95%) [1].

B cBa3M ¢ 3TMM ang naumeHtoB ¢ MB B knnMHUueckon
NpaKTMKe OYeHb BAaXXEH MOHWUTOPWMHI COCTOSIHWS BpoHxone-
royHow cuctemsl. letu ctapuwe 5-6 net cnocobHbl BbIMOAHSTb
pasnnyHble AblXaTenbHble MaHEBPbI, HEObXoAMMble AN Npo-
BeaeHus cnupomeTpumn (CMM), 6oamnnetnsmorpacdum (BIN),
a Takke uccnenoBaHns anddy3nMoHHON CnocobHOCTM Nerkmx

1 https://cftr2.org/mutations_history.

NMo MOHOOKCMAY Yrnepoga MeToAOoM OAHOKPAaTHOro BAOXa
C 3a[epXKOW AbixaHus [2].

PesynbtatoM mnccnenoBaHuns auddysnoHHoW cnocobHo-
CTM nerkux no MoHookcuay yrnepogaa (CO) aenseTcs onpene-
NeHne OBYX OCHOBHbIX MokKasaTenei: AMd@Y3nOHHOW Ccrno-
cobHoctn nerkux (DLCO-SB, Single breath diffusing capacity
for CO) 1 oTHOWeHMs 3TOro Nokasatens K AOCTYMHOMY Ans
uccnenoBaHus anbeeonspHomy obwvemy (VA-SB, alveolar
volume) - DLCO/VA, KOTOpbIX, B CBOK OYepenb, MPUHATO
o0603Hayatb KCO. NMocnegHuin nokasaTesb NO3BONSET OLLEHU-
BaTb ra30TPaHCMOPTHYH CMOCOOHOCTb eAMHULLbI aNbBeONsp-
Horo obbema, VA-SB - 370 nokasaTenb, KOTOpbIA TaKxke
onpenenseTcs B Xo4e NpoBeAeHns uccnenoBaHuns anddysm-
OHHOM CNOCOBHOCTM Nerk1x Mpyu MNOMOLLM BU3NONOTNYECKH
MHepPTHOro rasa (renns wam Metana) [3]. B knnHuyeckon
npaktuke y peTterd nokaszatenu CIMM w BIMIL, DLCO-SB
n KCO-SB yacTo oueHWBalOTCS B MPOLEHTAX MO OTHOLIEHMIO
K LLOMKHbBIM 3HaYeHUaM (%[), a CHUKEHHbIM CYUMTAETCS NOKa-
3aTenb < 80 %M, [4, 5].

Mpy Hanuumm 0BCTPYKUMM AblXaTeNbHbIX NYTEN, a Takxke
HeLOCTYMHbIX 4N nepdy3nn TeCTOBOrO rasa (CMecu MHepT-
Horo rasa, CO v BO34yxa) 30H MM «BO3LYLUHbIX NIOBYLIEK»
MeToL OAHOKpaTHoro Baoxa C 10-cekyHAOHOM 3agepKKoM
[bIXaHWS MOXeT He OTpaxaTb WCTUHHbIA anbBEONSPHbIN
o06beM, a Hu3kuit VA-SB moxeT namenuts KCO-SB, koTopbliii
OyneT HOPManbHbIM WAW MOBbIWEHHBIM [6]. Y nauMeHToB
¢ MB XpoHWYecknit BpOHXUT XapakTepu3yeTcsl CoYeTaHneM
H6pOHX03KTaTMYECKOM BONE3HU M NAPEHXMMATO3HOIo Gubpo-
33, B CBS3M C YEM JIOTMYHO MPEeAnOoNOXWUTb BAUSHUE 3TUX
dbakTopoB Ha AMDOY3MOHHYKD CNOCOBHOCTb  NEerkmx.
HecmoTps Ha 3T0, poccuiickue n 3apybexHble nccnesoBaHus,
NOCBALEHHbIE OUEeHKe AUDEDY3MOHHOM CcnocobHoCTn ner-
knux (DLCO) y 6onbHbix MB, mokasanuM npoTMBOpeYMBbIE
pe3ynbTaThl: BbISBASIMCH NMOBbILEHHbIE, MOHUXEHHbIE U HOP-
MasibHble 3Havenusa [7-11]. Tak, Hanpumep, B nCCneaoBaHmm
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E.Jl. AMenuHo# ¢ coasT. B 55% cnyyaes (y 12 13 22 naumen-
TOB, 15 My>X4uH 1 18 xeHLWmMH B Bo3pacTe oT 18 no 27 ner)
onddy3nmoHHas cnocobHOCTb nerkux 6Hbi1a  CHUXKEHa
M B cpegHeM coctasnana 75,34 = 24,94 %[, a cHuxeHue
KCO 6bino BhiseneHo B 14% cnyyaes, ogHako 6e3 nageHus
nokasartenei B uenoM no rpynne (84,98 * 16,78 %) [11].
B apyrux uccnenoBaHusax y Aetei 1 B3pocbix bbian nonyde-
Hbl flaHHble O He3HauyuTenbHoM nosbiweHun DLCO Ha paH-
HMX cTagmax MB M ero CHWXEeHMM Ha MNO3OHMX CTagMsx
3abonesanns [12, 13]. Kpome TOro, B McCCnefoBaHuu
21 B3pocnoro naumeHta ¢ MB obHapyxeHo, 4To koppensums
mexay DLCO M n3MeHeHMsIMM MO AaHHBIM KOMMbIOTEPHOM
ToMorpadum opraHos rpyaHon knetku (KT OfK), nsmepen-
HbiMM B Bannax (no wkane bpoau), Gbina Bonee cubHOW,
yeM ans nokasatenert CMM v BINT [14]. A.B. YepHsk ¢ coaBT.
obcnenosanu 54 (34 C «THKENbIMU» TEHOTUMNAMU) B3POCbIX
6onbHbIX MB ¢ MegnaHHbIM BO3pacToM 25 neT (20 MyxKUmMH
N 34 eHLWMHBbI), HAXOLALMXCSA B COCTOSHWUU KIIMHUYECKOM
PEMUCCUM, 4TO ONPEeAENANOCh OTCYTCTBMEM M3MEHEHUI Kn-
HUYecknx cumntoMos M O®B, > 90% oT nyuwmx 3HaYeHnH
3a nocnenHui rog [11]. B aton rpynne nauneHToB nccneno-
BaHMe AMDEDY3MOHHOM CNOCOBHOCTM Nerkux, KoTopoe npo-
BOAMNOCH Nocne GU3MOTEPANUM U UHFANSLMOHHON nekap-
CTBEHHOW Tepanwuu, BbiIBUAO CHuxeHne DLCO (M = 799 +
16,1, Me = 79,3 [70,5; 91,1] (%)) B 23 (42,6%) cnyyasx,
NpoMNopuUMOHanbHOE TakOBOMY anbBEONSPHOro 06beMma,
Ho He KCO, koTopblii Obln COXpaHHbIM Y BCeX OOMbHbIX
(M =984 £ 11,7, Me = 97,2 [90,4; 105,8] (%[1)). ABTOpamu
KONMYECTBEHHO OLEHWMBANUCH CTPYKTYPHbIE W3MEHEeHus
no KT OlK ¢ npumeHeHneMm wkanbl banna, nokasaHbl 3Ha4m-
Mble koppensauun cpenHen cunbl DLCO (%) ¢ konnyecTsoM
H6POHX03KTa30B M CyMMapHbIM 6annoMm, cnabble 3HaYMMble
KOppensuum — C nokasateNsiMu BblpaXXeHHOCTU BpOHX03KTa-
30B, NepnBPOHXMANbHON UHOWUNBTPALMK, reHepaLmMm nopa-
XEHHbIX BPOHXO0B, KOIMYECTBA MYKOUAHbIX NPOBOK, a Takxe
oynn, npu atom KCO (%[) nmen cnabyto 3HauMMyto CBSI3b
TO/bKO C KonmyecTBoM Bynn. Cnenyet OTMETUTb, YTO B UCC/e-
[OBaHUK C yyacTmem 48 petelr ¢ MB npoaoeMoHCTpnpoBaHa
MOSIHasi BOCMPOW3BOAMMOCTb LWKAN KONMYECTBEHHOM OLLEHKM
CTPYKTYPHbIX M3MeHeHun no KT OFK (Kactunb, bpoaw,
Xenbux, CaHtamapus u banna) [15].

B HemaBHeM peTpoCneKTMBHOM NonepeyHoM UCCIefoBa-
HWW, B KOTOPOM aHANU3MPOBANU AaHHble 74 naumneHTos ¢ MB
B Bo3pacte 26 * 10 neT C pasnMyHOW CTEMEHbI0 TIKECTM
3aboneBaHus nerkux (76 % obcnenoBaHHbIX UMeNn Kak MUHK-
MYM OLHY «TSXKENYHO» MYTALLMI0), aBTOPbl MCMOMb30BaNU asb-
TepHaTMBHbIM KCO, KoTopbit oHM 0603Haumnm kak KCO-BP
(BP - Body plethysmography) [6]. PaccuntbiBanoch oTHOLe-
Hue DLCO-SB k VA-BP, koTopblit, B CBOKO o4epenb, onpenens-
NN MeTOAOM BbIYMTaHWS aHAaTOMMYECKOro MepTBOro npo-
CTpaHcTBa 13 obuiei emkoctu nerkmx (OEJT) no panHbimM BT
n oueHmBanu otHoweHne DLCO k anbBeonspHoOMy 0bbemy,
paccyuMTaHHOMY AaHHbIM cnocobom. KCO-BP koppenvpoBsan
C obbeMoM opcupoBaHHOro Bblgoxa 3a 1 cek (ODB))
M C MapumanbHbIM AABAEHWEM YINEKUCIOrO rasa B apTepu-
aNnbHOW KpOBMK, a Takke Bbin CHMXeEH, B TO BpeMsi kak KCO-SB
6bl1 HOPMaNbHbBIM UK NOBbIWEHHBIM. B CBOIO 04epeap, aHa-
TOMMYeckoe MepTBOe MpoCTpaHCTBO (06beM rasa

174 | MEAWULMHCKUIN COBET | 2023;17(1):172-181

B [bIXaTENbHbIX MYTAX, KOTOPbIE HE Y4aCTBYHOT B ra3006MeHe)
B M1y MALUMEHTOB C MHAEKCOM Macchl Tena (MMT) < 30 kr/m?
MoXeT 6biTb nonyyeHo no dopmyne J. Cotes M3 pacyeta
2,2 mn Ha 1 kr macewl Tena [16] wan 1,32 x poct (B €M) +
0,86 x Bo3pacT (B rogax) — 110 Ha OCHOBaHUM ypaBHEHMS
E.Harris et al. [17].

OpHako Tekyllme pekOMeHAaLMM No NPOBEAEHMIO TecTa
ANDOY3MOHHOM CMOCOBHOCTM NErKMX NOCTYANPYIOT, YTO, eC/IU
VA-SB 3aMellaeTca apyroi BenuuuHon, Hanpumep VA-BP,
NMPUMEHEHWE 3TANOHHbIX (AOMKHbIX) YPAaBHEHWI A5 pacyeTa
DLCO craHOBUTCSH COMHUTENbHBIM [18]. BaXHO OTMETUTb, YTO
paHee OMMCaHa BaXKHOCTb KOPPEKTUPOBKM AOMKHbIX 3HaYe-
Huit DLCO-SB 1 KCO-SB kak ansg 340p0BbIX UL, Tak M Ans
NaLMEHTOB C TakMMK 3aD0NEBaHUAMU, KaK acTMa, IMPH3eMa,
Capkouao3 v BHeneroyHsle natonoriu [19], a Takxe y B3poc-
Nbix 6onbHbLIX MB [7]. YpaBHeHua ong koppektuposku [19]:

DLCO-SBWM C nonpasKkoi Ha VA = DLCO—SBAWH‘X [0,58 +
0,42 x (VA-SB / VA-BP )]
KCO-SBWW_ C nonpaBkoi Ha VA = KCO-SBAOM_X [0,42 +

0,58/ (VA-SB /VA-BP )]

Tak, B uccnenoBaHum 52 B3pocsibix nauneHToB ¢ MB 3tn
nokasaTenu C MoMnpaBKOM Ha anbBeONSpPHbIA 00beM Oblin
HUXE HECKOPPEKTUPOBAHHbIX 3HAYEHWI U AOCTOBEPHO KOP-
penvpoBanu ¢ nokasatensmu CMM u BT [7].

YynTbiBas pasnuyHble MNOAXOAbl K WHTeprnpeTauuu
pe3ynbTaToB MUCCIefoBaHUS ANPDY3MOHHOM CNOCOBHOCTU
nerkux y naumeHTtoB C¢ MB, a Takke OTCYTCTBME [AHHbIX
0 CKOPPEKTUPOBAHHbIX MO abBEONSIPHOMY 0ObEMY 3HAUEHU-
X 3TUX NoKasaTenen y neteit ¢ MB n ux koppensauum ¢ noka-
3atenamu KT OflK, mbi npoananusuposanu DLCO wn KCO
HECKONbKUMK METOLAMM.

LUenb - oueHUTb MHHOPMATUBHOCTb HECKOPPEKTUPOBAH-
Hbix DLCO-SB 1 KCO-SB, MHPOpMATUBHOCTb 3TUX MOKa3aTe-
nel C MONPaBKOM Ha anbBeONspHbIi 06beM, a Takxke KCO-BP
y peten ¢ MB.

MATEPWAJIbI U METObI

bbino obcnenosaHo 28 peteit (12 manbumkos U 16 aeso-
yek) ¢ MB B Bo3pacte or 8 po 18 net, HaxoAMBLUMXCS
Ha roCnWTanu3auMuM B OTAENEeHWM NynbMoHonorun OTAY
«HMWL, 3n0poBbs aetei» M3 PO B 2020-2022 rr. [Ang BCex
nauneHToB Hb110 NoAy4eHO MHDOPMUMPOBaHHOE AO6POBO/b-
HOe cornacue poauTenei U geTei B Bo3pacte 15 net u ctap-
we. NccnepoBaHue 0406peHO NOKaNbHLIM 3TUYECKUM KOMU-
TeToM. BceM geTaM npoBoamnoCck uccnegoBaHune andaoysu-
OHHOM CMOCOBHOCTM NEerkux Mno MOHOOKCUAY Yrnepoaa
C 33Jep>KKoW AbIxaHna Ha 10 cek C MOMOLLbH COBPEMEHHOTIO
razoaHanmnsatopa ObICTPOro pearMpoBaHMS, KOTOPbIK MO3BO-
nseT H6onee TOYHO OMpenensTb aNbBEONSPHbIA 0ObEM, YeM
KNaccMyeckme CUCTeMbI. Takke B paMkax CTaHAApTHOro
obcnenoBaHus? BceM naumeHTaM nposoaununck CrM, BITT,
onpeneneHve yposHs remornobuHa (Hb), aHTponomeTpuue-
ckme usMepenus (poct, macca Tena, UMT, ctaHpapTmsunpo-
BaHHas oueHka (z-score) MMT no nporpamme WHO Anthro),

2 Mpukas Munsapasa Poccum ot 06.08.2021 N2835H «O6 yTBEpKAEHMM CTaHAAPTA MEAULIMH-
CKOVi MOMOLLYM AETSM NMPU KUCTO3HOM PUBpO3e (MyKOBMCLMAO3E) (AMAarHOCTMKA, NeYeHne
1 AMcnaHcepHoe HabnoaeHue)».



22 naumeHtaM - KT OlK c oueHko# no wkane bpoan B 6an-
nax (6 naumentam KT OFK npoBogunocb B npenblayLiyto
roCnUTaNM3aLmio, OAHAKO 3TU AHHbIE HE YYUTbIBANMUCD). [ns
25 petert 6bIAM  MPOAHANM3MPOBAHbl TA30BbIA COCTAB
M KMCNOTHO-LLEN0YHOe COCTOSIHME KamWUANSPHOW KpOBM,
Y 3 NauMeHTOB AaHHbIM aHanu3 Bbin BbINOMHEH, OAHAKO €ro
pe3ynbTaThl OKa3anucb HeMHAOPMATUBHBIMKW B pe3ysbraTe
HapyweHus npeaHanutmMyeckoro stana. KCO-BP paccumnTbi-
BaNW, KaK OMMCAHO Bblle, HA OCHOBaHWMK oTHoweHusa DLCO-
SB Kk anbBeonspHomy o6bemy no Bl

CnepyeT OTMETUTb, YTO HaMW OLEHMBANUCL MOKA3aTeNu
AMddY3MOHHOM CNOCOBHOCTM NErKmMx B MPOLEHTax OT LOJXK-
HbIX 3HAYeHWM, @ He CTAaHLAPTM3MPOBAHHAS OLEHKa WX
OTK/IOHEHWS (Z-SCOre) OT HWKHEWM rpaHuLbl HOPMbI, B CBSA3M
C TeM YTO HaM BbINM [OCTYMHbI TONbKO aHaNOMMYHbIE pe3y/b-
TaTbl CIMM u BII. Mpwu oueHke nokaszatenen anddy3MoHHOro
Tecta %[, paccuuTbiBanu Mo OaHHbLIM 3TANIOHHBIX 3HAYEHWI
Y.Kim et al. [20] n A. Thomas et al. [21], pekOMeHA0BaHHbIX
AMepUKaHCKMM TopakanbHbIM M EBponeickum pecnupatop-
HbiM obuwectBamun [18]. [Ina npoBefeHUs CTaTUCTUYECKMX
pacyeToB Mbl Bbibpanu nepeble, B CBA3M C TEM YTO OHU OblAn
nofyyeHsl Ha Gonbliel BbibOpKe M BKIKOYANM MALMEHTOB
crapwe 17 net (n = 497 npotve n = 297, Bo3pact 5-19 net
npoTmB Bo3pacTta 5-17 net cootBeTcTBEHHO). K HefoCTaTKaM
nccnegosaHua Y. Kim, no MHeHuto A. Thomas, oTHoCUTCS TO,
4TO AaHHble OblM MOMyYeHbl C UCNOMb30BAHMEM ABYX pas-
JINYHBIX NPUOOPOB AN8 U3MEPEHUS, OAHAKO HeAaBHee poc-
CUIICKOE MCCnefoBaHue CPaBHUTENbHOM OLEeHKM onpepene-
HUS AMDDY3MOHHOM CMOCODHOCTU NErKMX C NMOMOLLBK MpH-
6opos MasterScreen Jaeger n Easy OnePro 3HaunMmbix pas-
Nn4min He BbIgBUNO [22]. B cBOtO o4epeab, nokasatenn CMM
nm BMIN npencraBneHbl B %[l Ha OCHOBaHMM TeKyLMX
HOpM (NporHo3upyembix 3HaveHn) EBponerickoro pecnupa-
TOpHOro 06LecTBa. Takke HaMU NPOAHaNN3UPOBaHbI pe3yb-
TaTbl QYHKLMOHA/IbHbIX JIErOYHbIX TECTOB B %[, Mo HopMaMm
A. Zapletal et al. [23], npeayCcTaHOBAEHHbIX B MPOrpaMMHOM
obecneyeHun annapato.. NccnepgosaHue CMM, BT n DLCO
nNpoBOAMNOCH Ha annapate MasterScreen Jaeger (Tepmanus).

Mockonbky CBA3b MOHOOKCMAA yrnepoda ¢ Hb gensetca
BaXHbIM dakTopoM nepeHoca CO, Mbl MCNONb30BaNM 3HaYe-
Hune DLCO c koppekumeln no reMornobmHy COrnacHo peko-
MeHAaumaM [18]. BpoHX0NMUTUYECKOW MHTaNSLMOHHOM Tepa-
nMM HEMOCPEACTBEHHO Nepes NpoBefeHueM TecTa Anddy-
3MOHHOW CNOCOBHOCTU NETKMX HE MPOBOAMOCH, T. K. MO AaH-
HbIM paHee onybaMKoBaHHbIX PaboT y 340pOBbIX 4O6POBO/Ib-
LeB v nauMeHToB ¢ 0bpaTnMoi n HeobpaTuMomn 06CTpyKLU-
et canbbyTaMon He 0KasblBaN 3HAYMTENbHOTO BAUSHUSA
Ha DLCO [18].

Cratuctnueckas obpabotka pesynsTaToB MPOBOAMAACH
C NOMOLLbLI0 NporpamMMbl “Statistica 6”. MpoBoauncs Koppens-
LIMOHHBIM aHaNM3, Takxe ANg CpaBHEHUS rpynn UCMOb30Banu
HenapameTpuyeckme Kputepmm MaHHa — YUTHKM U YUIKOKCOHA
[NS HE3aBUCUMbIX M 3aBUCUMbIX BbIHOPOK COOTBETCTBEHHO,
pasnuyua B rpynnax Oblnn MpencraBneHbl B BuAe MenuaH
W MEXKBapTWIbHOMO pasmaxa B rpynnax (Me [Q,,s-Q, )
B T.4. 405 6annos no wkane bpoau, Yto coenaHo Ans ynpodle-
HWS NPeACTaBNEHNS AaHHbIX. [1oNyYeHHble pe3ynsTaThl CUMTa-
JIN CTAaTUCTUYECKM 3HaYMMbIMK Npu p < 0,05.

PE3YJIbTATbl U OBCY>KOEHUE

CpenHuit Bo3pacTt nauneHTtoB coctasun 14,5 (8,2-179)
NeT, MeanaHHbIn Bo3pacT — 14,9 £ 2,8 roga. «Tskenbiiiy» reHo-
™R uMenn 24 naumenTa, 8 nauneHTos (29%) Gblnn romo3u-
rotHbl no mytaumn F508del. PacnpocTpaHeHHOCTb pa3nuy-
HbIX KOMOMHALMI MyTaumii npencTaBneHa Ha puc. 1.

MNpu pasaeneHun NaLMeHToB Ha rPynnbl y LETeH C «Taxe-
NibIMU» MyTauuamu (n = 22) napumanbHoe AaBleHue yrne-
KMcoro rasa B kanunnapHon kposu (pCO,, MM pT. CT.) Gblo
pocrosepHo (p =0,027) Bbiwe (Me = 41,1 [38,0; 42,3] npotus
Me = 34,4 [32,9; 39,1]), 4eM y NaUMEHTOB, B reHOTUME KOTO-
pbiX BblNa KaKk MMHUMYM OfHa «nerkas» mytauus (n = 3),
a napuuanbHoe aasneHve kucnopoga (pO,, MM pT. CT) -
pocrosepHo (p = 0,010) Hmxe (Me = 67,6 [63,0; 70,9] npotus
Me = 76,2 [75,5; 82,6]) (puc. 2). Catypauus, n3MepeHHas
MYNbCOKCMMETPOM, M FeMOrOBUH KPOBM 3HAYMMbIX pa3nu-
Yyuii He nokasanu, oaHako nokasartenb DLCO, cornacHo peko-
MeHOaumaM, Bbll CKOPPEKTUPOBAH MO reMornobuHy.

Paznnumna B rpynnax C «TSHKENbIM®» U «NErKUM» reHOTU-
nom y nokasartenen KCO-SB (%) (p = 0,095), no gaHHbIM
3TaNIoOHHbIX 3HayeHun Y. Kim et al. 1 A. Thomas et al.,
a TaKXKe pasnnyus OTHOLIEHWS OCTaTOYHOro obbema ner-
kux (O0J1) k obuwei emkoctn nerkmx (OEJT), uamMepeHHbIX
npu NpoBefeHUN uccnenoBaHus AMdODY3MOHHOM Cnocob-
HocTu nerkmx (O0J1-SB/ OEJI-SB, %) (p = 0,082), He 6binu
CTAaTUCTUYECKM 3HAYMMBbI, BEPOSITHO, Ha (OHe 60nblworo
pa3bpoca nokasaTenen B rpynne OeTed C KTHKeNbIMU»
MYTaLMSMU U MANOYUCIEHHOCTU TPYMMbI C KNErKUMY» reHo-
TMNOM (puc. 3), 0AHAKO MOXHO NPeAnoN0XMNTL B3aMMOCBS3b
[aHHbIX TeHAeHUMIA. OCTanbHble aHanu3mnpyeMble nokasarte-
v (KT OrK, BMIL, CIM, nokasaTenuM aHTponoMeTpuu,
KMCNOTHO-LLENIOYHOTO COCTOSIHMS  KanWUANSPHOW KPOBM,
DLCO u KCO-BP) B rpynnax Takxe He pasnuyanuco.

PucyHok 1. TeHotun (MyTaumm B reHe MBTP) y o6cnepoBaH-
HbIX MALMEHTOB

Figure 1. Genotype (CFTR gene mutations) of the examined
patients
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PucyHok 2. TapumanbHoe aBneHue Yyrnekncaoro rasa U KUCaopoaa B KanuanspHoi KpoBu (MM pT. CT.) B 3aBUCMMOCTU OT FreHOTU-

na naumMeHToB

Figure 2. The partial pressure of carbon dioxide and oxygen in capillary blood (mm Hg) according to genotype amongst patients
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PucyHok 3. MNokazatenu Tecta and@y3MoHHOM CNOCOOHOCTH NErknx N0 MOHOOKCKAY Yrnepoaa MeToA0M OAHOKPATHOroO BAOXA
¢ 3apepxkon abixanus (KCO-SB (%) n O0J1-SB/OEJ-SB, %) B 3aBMCMMOCTH OT reHOTMMNa NaLUeHTOB
Figure 3. Findings of the carbon monoxide diffusion capacity test by single inspiration breath hold method (KCO-SB (% D)

and RV-SB/TLC-SB, %) according to genotype amongst patients
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Mpu aHanmze KCO-SB u DLCO-SB 6e3 koppeKTMpOBKM
Ha anbBeOoNsAPHbIM 06beM NOCNeaHWI NMoKasaTenb Obln HUXKe
80 %[ nuwb y 1 naunenta no Y. Kim et al,, y 2 peten -
no A. Thomas A. et al, y 5 maumeHTOB - nNo HopMaM
A. Zapletal et al, B TO BpeMs Kak CKOPPEKTMPOBAHHbIN
no anbeeonspHomy obwvemy DLCO-SB (DLCO-SB,,) 6bin
noHwxkeH y 9 naumentos no Y. Kim et al. u y 6 netei no npo-
rHo3MpyeMbiM 3HadeHmnsam A. Thomas A. et al. o HopMmam
Y. Kim n A. Thomas KCO-SB 6bin1 B HOpME WKW MOBbIWEH
y Bcex obcnenoBaHHbix, a KCO-BP 6bln CHMXEH nulib
y 1 pebeHka, B T0 Bpemsa kak KCO-SB,, 6bln CHMXeEH
y 31 2 petert no Y. Kim n A, Thomas cOOTBETCTBEHHO.

Mbl pa3genunaun naumeHToB Ha rpynnel no DLCO-SBVA
MO 3TaNOHHbIM 3HayeHuaMm Y. Kim et al. rpynna
0 -<80 %[ (n=9; 8 petew C «THKENbIM» rEHOTUNOM), Fpyn-
nal->80 %0 (n=19; 16 naUMEHTOB C KTSXKENbIMY» reHO-
T™MnoMm). B 3Tux rpynnax He 6bi10 BbISIBAEHO CTaTUCTUYECKON
3HaymmocTn pasnuumii no KCO-SB (%4) wn OOJ-SB/
OEN-SB (%), a Takxe namepeHHbIM no BINI BHYTpUrpyaHomy
obbeMy rasza (Bf0O) u OENT (OENI-BP). 3Hauumo (p < 0,05)
B rpynne petern ¢ DLCO-SBVA < 80 %[ 6bian Huxke
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nokasatenu KCO-BP (%), VA-SB (%[1), VA-BP (%[,

VA-SB/OEJ-SB (%),xn3HeHHOM emkocTh nerkux (OKEJT (%[0)
A)
)

)
)

)

O®B, (%0), dopcuposaHHon XET (DPXET (%
OD®B,/DXEJ (%), nukosoit ckopoctu Bbiaoxa (MCB (%[,
MaKCMManbHbIX 06beEMHbIX ckopocTen Bbigoxa (MOC (%))
npu 25, 50 unu 75% ®XXEJ, a Bbilwe cnepyolime nokasarte-
nmn: 6poHxuansHoro conpotuenenus (6C), pCo, (MM p. cT),
00T (%L), OOJI/OEN (%), cymmapHoro 6anna KT OrK
no wkane bpoan, BpoHX03KTa30B, MYKOWMAHbIX MPOBOK,
NepuBPOHXMANbHbBIX YTONLLEHUN, TAPEHXMMATO3HbIX U3Me-
HEeHWIM, B T. Y. 30H «MaTOBOro CTEKNA», KUCT 1 Bynn, Kpome
TOro, BbISIBNEHA TEHAEHLMS K MOBbILEHUIO 30H MOBbIWEH-
HOW BO3AYWHOCTM, HO CTAaTUCTMYECKOM 3HAYMMOCTH
He obHapyxeHo (p = 0,078) (puc. 4, mabn. 1).

Bo3pacT B BbllleykasaHHbIX Tpynmnax He pasnuyancs
(p > 0,05), oLHaKo 3HAaYMMO KOppennpoBan C MokasatensmMu
DLCO-SB, VA-SB, DLCO-SB,,, KCO-SB,,, Ho He ¢ KCO-SB
n KCO-BP. Kpome TOro, Bo3pact 3HauMMo KoppenvpoBan
cpean nokasatenei CMM ¢ O®B,, O®B,/DXE/, MOC 50
n MOC 75,a no KT OIK - ¢ cyMMapHbIM 6annom, 6poHX03K-
TasaMu, MyKOMAHbIMU NPOBKaMM M 30HaMK MOBbILUEHHOM



PucyHok 4. Pasnnuna GyHKUMOHabHbIX MOKA3aTeNen U CTPYKTYPHbIX M3MEHEHWI Y NaumneHToBs B 3asucumoctn ot DLCO-SB,,
Figure 4. Differences in functional parameters and structural changes in patients depending on DLCO-SB,,
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Ta6nuya 1. Nokazartenun GyHKumMoHanbHbIxX TectoB 1 KT OIK B rpynnax geTer B 3aBUCMMOCTU OT Hanuumg (rpynna O0) unu otcyT-
creus (rpynna 1) cHmkenna DLCO-SB,,
Table 1. Findings of the functional tests and chest CT in the groups of children depending on the presence (group 0) or absence
(group 1) of a decrease in DLCO-SB, ,

Bo3pacr, net 16,1 [14,5; 16,5] 14,4 [11,7; 16,3] 9 19 0,117
KCO-BP, %[, 96,4 [88,3; 106,1] 114,9 [102,3; 126,0] 9 19 0,010
KCO-SB, %4, 1172 [110,1; 122,7] 114,71101,0; 128,0] 9 19 0,633
KCO-SB,,, %L 83,3[81,4; 87,0] 104,1 [94,9; 112,3] 9 19 0,000
DLCO-SB,,, %0 68,8 [64,5; 75,8] 101,4 [94,9; 115,7] 9 19 0,000
DLCO-SB, %[ 91,7 [86,6; 94,5] 119,2 [110,7; 130,8] 9 19 0,000
00N / OEN (SB), % 33,1[30,7; 34,9] 33,1[26,8; 39,5] 9 19 0,809
VA/OEN (SB), % 97,1196,5; 97,2] 97,897,5; 98,1] 9 19 0,000
bC, %L 325,2[187,9; 488,0] 140,6 [93,0; 194,0] 9 19 0,019
OEJ1-BP, %11 89,0[82,3; 95,8] 95,5[88,3;106,1] 9 19 0,263
XEN-BP, %0, 65,0 [44,7; 74,9] 88,0[75,8; 93,8] 9 19 0,009
Bro, %0 136,1[112,7; 153,0] 100,0 [78,7; 184,0] 9 19 0,383
00n, %[ 197,3 [112,4;251,2] 97,8 [97,5;98,1] 9 19 0,028
001/ OEN (BP), % 48,4 [30,6; 60,8] 24,5119,9; 35,5] 9 19 0,011
0071/ OEN (BP), %L 224,8 [141,7; 284.8] 115,1[92,2; 163,8] 9 19 0,010
z-score UMT -1,6 [-3,3;-0,9] -1,0 [-2,0; -0,4] 9 19 0,332
Hb 137,0 [130,0; 145,0] 130,0 [124,0; 138,0] 9 19 0,129
Ph 7,401 [7,386; 7,423] 7,411[7,391; 7,427] 8 17 0,669
pC0, (Mm pr.cT) 41,5 [40,5; 43,2] 39,1[36,7;41,6] 8 17 0,049
p0, (MM pr.cT.) 66,9 [64,3; 71,6] 68,9 [64,2; 75,5] 8 17 0,549
Jlaktar 2,2[1,8; 2,6] 2,2[1,6; 2,6] 8 17 0,887
KoHueHTpauus bukapboHara 25,4[24,7; 25,9] 243[23,1; 25,6] 8 17 0,120
OXEN, %[0 63,8 [45,3;79,2] 90,1 [76,4;109,3] 9 19 0,019
0®B1, %[ 51,8 [27,3; 69,0] 95,2 [67,8; 108,9] 9 19 0,006
008, / OXEN, %[ 71,8 [66,3; 88,6] 101,5[93,9; 104,5] 9 19 0,001
MNCB, %4, 62,0 [51,5; 85,1] 102,0 [73,0; 114,1] 9 19 0,028
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Ta6nuua 1 (okoHyanue). MNokazatenn dyHKUMoHanbHbIX TectoB 1 KT OFK B rpynnax aetei B 3aBUCMMOCTM OT Hanuuus (rpynna 0)
unu otcytcteug (rpynna 1) cHmkenuns DLCO-SB,,
Table 1 (ending). Findings of the functional tests and chest CT in the groups of children depending on the presence (group 0)
or absence (group 1) of a decrease in DLCO-SB,,

MOC 25, %[, 37,0[24,0;79,7] 102,0[73,0;121,8] 9 19 0,006
MOC 50, %[ 29,3[17,3; 52,0] 97,0 [57,7; 128,6] 9 19 0,003
MOC 75, %1 15,6 [13,7; 35,2] 77,8 [39,1;122,2] 9 19 0,003
MOC 25-75, %[, 15,2 [13,7; 23,6] 55,5 [43,4;62,1] 9 19 0,013
KT, cymmapHbiit 6ann 1475 [128;180,8] 77,25 [30,8; 105,5] 7 15 0,001
bpoHxo3kTasbl, 6ann 54,75 [48,3; 60,3] 231[5,8;49,3] 7 15 0,002
MykouaHble npobku, 6ann 2723; 3] 111(3; 20] 7 15 0,001
MepunbpoHx. ytonw,, 6ann 39,5 [35,3; 5] 21[17;21,75] 7 15 0,003
MapeHxuma, bann 13[12;16] 5[1;9] 7 15 0,003
Pacnp. napexx. yronw,, 6ann 5[5;7] 1[1;4] 7 15 0,006
«Martosoe crekno», 6ann 6 [4; 10] 2[0;3] 7 15 0,011
Kuctel unu 6ynnbl, 6ann 1[1;1] 010; 0] 7 15 0,030
30HbI NOB. BO3AYLLH., 6ann 117[10; 20] 810; 14] 7 15 0,078

MpuMeyaHue: KpacHbIM BblAeNeHbl CTAaTUCTUYECKM 3HauUMble (p < 0,05) paznunuus.

Tabnuya 2. Koppenaumu nokasarenen MccienoBaHna aAndoysMoHHOM cnocobHOCTH nerkux, sospacrta u ODB, ¢ nokasarenamu KT

OlK no wkane bpoau

Table 2. Correlations of diffusing lung capacity test results, age and FEV, with the chest CT findings according to the Brodie scale

KCO-BP -0,562 -0,526 -0,578 -0,460 -0,549 -0,501
KCO-SB 0,390 0,333 0,310 0,459 0,287 0,392
KCO-SB,, -0,571 -0,564 -0,618 -0,510 -0,479 -0,382
DLCO-SB,,, -0,727 -0,727 -0,718 -0,647 -0,633 -0,532
DLCO-SB -0,680 -0,697 -0,685 -0,565 -0,583 -0,504
Bospact 0,564 0,645 0,583 0,372 0,239 0,568
00B, -0,865 -0,858 -0,842 -0,741 -0,671 -0,779
00/1-BP 0,782 0,745 0,788 0,682 0,583 0,754
0ON/OEN (BP) 0,857 0,803 0,840 0,795 0,669 0,795

MpuMeyaHme: KpacHbIM BblAeNEHbI CTAaTUCTUYECKM 3HauYMMble (p < 0,05) n = 22.

BO3AywWHOCTM (puc. 5). Cpeom nokasatenen bBII cnabas
He3HaunMas CBa3b (MMetollas XapakTep TeHAEHLMM) C BO3-
pactom 6bina obHapyxeHa Tonbko ans OOJT (%) (r = 0,351;
p =0,067) u OOJI/OEN (%4) (r = 0,333; p = 0,083).
Mokazatenu KT OlK no wkane bpoaun nyywe koppenu-
poanu c DLCO-SBVA, KCO-SBVA, uem c DLCO-SB

n KCO-BP, a ¢ KCO-SB koppensiumun BbiIBNEHO He 6bino.

KCO-BP n DLCO-SB B uenoM xyxe OTpaxkanu COCTOsHMeE
NEerkux, YeM nokasaTtesu, CKOPPEKTUPOBAHHbIE MO aNbBeo-
nspHomy obbeMy, ogHako KCO-BP, Ho He KCO-SBVA, 3Hauu-
MO 6bl1 06paTHO CBA3aH C NOKa3aTeNieM 30H MOBbIWEHHOM
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Bo3aywHoctn no KT OFK, uto, BeposTHo, obycnoBneHo
yBennyenmem OEJ1-BP (1, cnenosatensHo, VA-BP) 3a cuer
O0N-BP (mabn. 2). Cpean Bcex obcnepoBaHHbix VA-BP
(Me = 97,4 (min-max: 64,4-119,1) %[1) 6bin Bbiwe VA-SB
(Me = 89,8 (min max: 45,7-132,0) %/[1), onHako pa3nunums
He Oblin cTatucTnyecku 3Haummel (p = 0,092). lng naumneH-
TOB, KOTOpbIM nNposoannock KT OlK, paznnuuns anbeeonsp-
HblIX 06beEMOB OblM aHanornyHbiMu: VA-BP (Me = 101,4
(min-max: 65,7-119,1) %) n VA-SB (Me = 91,9 (min-max:
45,7-132,0) %, p = 0,149. Takum obpasom, npencras-
NF9eTcd  COMHWUTENbHbIM onpepeneHne AnbGY3MOHHON



PucyHok 5. Koppensuum Bo3pacta 1 nokasaTtesnen Ierkux y naumMeHTos

Figure 5. Correlation of age with lung parameters in patients
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CNocobHOCTM B TOM anbBeonsipHOM obbeMe, KOTOpbIM pac-
cymntaH Mmetogom BIrI.

Mo pe3ynbraTaM NpOBeAEHHOr0 MCCNenoBaHUS BbisBne-
HO, YTO Yy BONbLUMHCTBA NALMEHTOB C MYKOBMCLMA030M MOKa-
3aTenu AUPPY3MoHHOro TecTa Obiiv B npefenax HopMbl,
a CHWXeHWe Habnopanocb TOMbKO Y MaLMEeHTOB CTaplie
14 net napannenbHo C ycyrybneHmeM 6pOHX03KTa3nu.

BbiBO/LbI

TakuM 06pa3oM, MofyyeHHble pe3ynbTaTbl MO3BOASAOT
chenatb BbiBoA 06 MHOOPMATUBHOCTM MCCNeA0BaHUS AU DY-
3MOHHOM CMOCOBHOCTM NETrKMUX B KIMHUYECKOW MPaKTUKe npu
BeeHuMn faeTer C MykosucumposoMm. Kpome Toro, ons

NOBbILLEHNS MHOOPMATUBHOCTM METOAaA LienecoobpasHa Kop-
PEKTUMPOBKA MOAYYEHHbIX PpEe3yNbTaToB C MNOMNPaBKOM
Ha aNnbBEONSPHBIN 0ObEM, T. K. MPU MHTEPNPETaLMM pe3ynbra-
TOB AMddY3MOHHOrO Tecta 6e3 3TOW KOppPEeKUMM CHUXKEHME
LMdDY3MOHHOM CNOCOBHOCTM NErkux y HEKOTOPbIX MaLMeH-
TOB MOXeT ObITb MPOMYLLEHO UM HELOOLEHEHO.

B cBA3K C BbIlEN3NOXKEHHBIM HEODXOAMMbI AanbHeNWwne
nccnenoBaHnsg AMddYy3MoHHOM CNOCOBHOCTM Nerkmux ¢ Kop-
peKTMPOBKOM Ha anbBeONSPHbIN 06beM Ha Honbluel BbIGOp-
Ke AeTei C MyKOBMCLMA030M, 0COBEHHO CTapLiero Bo3pacra
M C TSHKeNbIM TeyeHneM 3aboneBaHums.
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