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MykoBucumnno3 (MB) — camoe yactoe MOHOTreHHOE
3a00JIeBaHUE C ayTOCOMHO-PELIECCUBHBIM TUIIOM HacJjie-
noBaHUs. [laHHasT TATOJIOTHS, BBEI3BaHHAS MyTallMCi
reHa TPaHCMEMOPaHHOTO PEeryysiTopa MYKOBHCIIMZO03a
(MBTP), npuBomut K auchyHKIMU XJIOPHOTO KaHala,
pPAacMoIoXKEHHOTO B allMKaJIbHOW YacTU MeMOpaH 3K30-
KPUHHBIX XeJe3. B pe3ysibrare cekpeT CTaHOBUTCS BsI3-
KM 1 00€3BOKEHHBIM, YTO OOYCIOBIMBAET PSII ITATOI0-
TUYECKUX ITPOIIECCOB B PA3IMYHBIX OpraHaX U CUCTeMaXx.
Tak, B OPOHXOJIETOYHON CHUCTEME BEIYLIUM SIBJSETCS
MPUCOENMHEHUE MAaTOJIOTUIECKO MUKPOMDIIOPHI ¢ pa3-
BUTHEM KapTUHBI THOMHOTO, a B TTOCJIEIYIOIIEeM THOMHO-
OOCTPYKTMBHOIO OpOHXMTa ¢ (pOPMUPOBAaHUEM OPOHXO-
9KTa30B; B MOIKEIYI0UYHOU Keye3e — 0JIoKana MPOTOKOB
C pa3BUTHEM ayToJIN3a €€ TKaHW; B MEUEeHW — KaHaJlb-
LEeBBI XOJecTa3 WM M3MEHEHUE JUTOTCHHOCTH XETdr
¢ ¢hopMHUpPOBaHUEM LIUPPO3a U KeTYeKaMeHHOM 0oJie3-
HU; B CEMSIBBIHOCSIILIMX MPOTOKAX — UX YACTUYHAS WU
MOJTHAsT OOTYpalMsl C Pa3BUTHEM OJIMTO- WM a300CTIep-
MuHU. BeIpakeHHOCTD MPOSIBJICHUI B pa3IWIHBIX Opra-
Hax pas3Hasi, HECMOTpPSI Ha B5TO, TSXKECTb COCTOSIHUS,
WHBAJIMIN3ALMS U CMEPTHOCTb B TMOAABISIONIEM 00JIb-
IIMHCTBE CIydyaeB OOYyCJIOBJIEHA CTEINEHbIO MOpPaXKeHUSs
OpraHoB JbIXxaHus [1].

Ien MBTP pacnonaraercs Ha OJIMHHOM Iuiede 7-i
XpOMOCOMBI, B objactu 31, MMeeT MPOTIKEHHOCTb
250 000 map HYKJIEOTUIHBIX OCHOBAHUIA, BKJTIOUAET B Ce-
051 27 3K30HOB, COCTOUT U3 2 HYKJICOTHUI-CBSI3BIBAIOIINX,
2 TpaHCMEMOpPaHHBIX JOMEHOB M | IIEHTPaJIbHOIO BHY-
TPUKJIETOYHOTO PETYJSITOPHOTO AOMEHa U (byHKIIMO-
HUpyeT Kak HAM®-3aBUCUMBII XJTOpHBIN KaHam [2].
B Hacrosiiee BpeMs BbiaeaeHo > 1 900 myrauuii u mo-
JmuMopdu3MoB reHa. OHU pacIriojiaraloTcsl Ha BCEM €To
MPOTSKEHUM, KaK B CMBICJIOBBIX M MHTPOHHBIX 00J1ac-
TSIX, TaK U B PeTyJSITOpHOI oOnactu [3]. MyTauuu reHa
MBTP, cornacHo eBpoIeiicKOMYy KOHCEHCYCY, Moapas-

JIEJISIIOTCST Ha 5 KJIACCOB B 3aBUCUMOCTH OT MEXaHU3Ma,
Hapylatoliero gyHkuuio 6enaka (tadja. 1) [4].

Myramun I-II1 knaccoB (T. H. "TsKelble") accOLM-
UpPOBaHbBI ¢ 0ojee IIyOOKMM HapylleHueMm (PyHKIINH,
IV=V xiaccoB (T. H. "Msrkue") — ¢ coxpaHeHUeM OcC-
TatouHoi ¢yHkuuu Oenka MBTP. B xomnayHa-rete-
PO3UTOTHOM COCTOSTHUU 3(DheKT "MITKoi" MyTanuu
JToMUHUpPYeT Hal apdexkTom "TsKkenoiir”. [eHoTHIT, BKITIO-
yatomuii B ceds1 2 myrauuu I—II1 knaccos, popmupyer
"TsKenblid” (EeHOTUI, aCCOUMMPOBAHHBINA C paHHEN
IMaHKpeaTUIeCKON HEeAOCTATOUYHOCTHIO; TEHOTHII C XOTSI
661 1 "mMarkoi" myramueit popmupyeT "MATKMI" heHOo-
TUII, JUISI KOTOPOTO XapaKTepHa COXpaHHas (QYyHKIIUS
TTO/IKETYIOUHOM XeJie3bl WIIM TTO3[Hee pa3BUTUE MaH-
KpeaTuyeckoil HemocTtaTouHOCTH [4]. Cpenu B3poOCbIX
MAlMEHTOB IO "MATKNX' (PEHOTHIIOB 3HAYMTEIHLHO
BBIIIE, YeM Cpeau AeTeil [5], uTo onpeaeanio akTyaab-
HOCTb HACTOSIIIIE paboTHI.

Llesb10 MpOBEIEHHOTO OMTHOMOMEHTHOTO MCCIIeI0Ba-
HUSI SIBUIOCH BBISIBIEHHE OCOOEHHOCTEM KIMHUYECKOTO
TeYeHUs 3a00JIeBaHUS Y B3POCBIX OOIBHBIX C "MSATKUM"
reHotunoMm. KccienoBanoch BiausHUE "MSTKOro" Te-
HOTHIIA Ha OUarHOCTUKY MB, pecnupaTopHBI U mu-
TaTeJbHbIIl CTATyC, MUKPOOMOJIOTUYECKUI HPOdUIb
OPOHXMAJIBHOTO IepeBa, HAJIMYME U YACTOTY PA3IMUYHBIX
JIETOYHBIX Y BHEJIETOYHBIX OCJIOXKHEHMIA, a TAKXKE Ha BbI-
KMBAa€MOCTh OOJIBHBIX.

Marepuansi u meTogbl

B ogHOMOMEHTHBIN aHaIN3 ObLIM BKJIIOYEHBI 382 4yelio-
Beka (195 myxxuuH 1 187 XeHIUH), B T. 4. 89 yMepILKnX
naiuyeHTa, KOTopble Hab/II0aaaIuch B JabopaTtopuu My-
koBucuugoza ®I'bY "HUUM mnynemononorun” ®MBA
Poccuu ¢ Hos6ps 1992 mo Hos6ps 2012 . Kputepuu
BKJIIOYEHUSI B MCCJIEIOBaHME ObUIM CJICAYIOIIMMMU:
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I knacc ‘ Il knacc ‘

Il knace

Tabauua 1
Kaaccugpurauus mymauuii

‘ IV knacc ‘ V knacc

HapyweHue co3peBaHus
Genka

F508del
1507del
N1303K
W1282R
S549R
§549|
$945L

HapyweHue cuntesa
Genka

CFTRdele2,3
2184insA
2143delT
W1282X
G542X
1677delTA
394delTT
3821delT
$1196X
$466X
1898+1G>A
CFTRdup6b-10
R553X
R1162X
2183AA>G
K710X
K329X
3659delC
1367del5
CFTRdele1-11
3321delG
4015delA
621+1G>T
622-1G>C
712-1G>T

G551D
G461E
§1255P

* nuarHo3 MB, ycTaHOBJIEHHBIII HA OCHOBaHWM KJIH-
HUYECKO KapTUHBI M JAHHBIX MOJIOXUTEIbHOMN I10-
TOBOI1 MPOOHI;

*  BO3MOXHOCTh WACHTU(UKAIIUN TeHOTHUIIA: IJIsT "TSI-
XKeyoro" — obsg3arenbHoe Hamnmuue myrtamuii [—I11
KJIACCOB, JIJI "MSITKOro" — MAECHTU(MUKALIMS XOTS ObI
1 myranuu IV—V xnaccos.

Boigenenve JJTHK u3 neiikouutoB nepudepudeckoit
KPOBU BBITIOHSUIA C TTOMOIIBI0 HabOpa PeakTUBOB IS
BeigenaeHust DNAPrep100 (DIAtomtM, Poccust) o mpo-
TOKOJIY IpousBoauTess. st uccnenoBanus 11 nHcepuu-
onHo / neneumoHHbIX MyTaumii (CFTRdele2,3, F508del,
1507del, 1677delTA, 2143delT, 2184insA, 394delTT,
3821delT, L138ins, 604insA, 3944delTG) ucnob3oBa-
JIU METOAMKY MYJBTUILIEKCHON amruubukauuu. s
peructpauuu 7-toukoBbix MyTauuii (G542X, W1282X,
N1303K, R334W u 3849+10kbC>T, S1196X, 621+1G>T,
E92K) wucnonb3oBaium MeTOA ajlieib-CIIeupUIHOTO
JIMTUPOBaHUS C mocieaylolleil ammindukauuei. ¥ 15
OOJIBHBIX MPOBEICHO OIpenecHNe HYKJICOTUIHOM IT0-
CJICIOBATEIEHOCTH METOIOM IIPSIMOTO aBTOMATUIECKOTO
CEeKBEHUPOBaHUs Ha Ipubdope hupmsl Applied Biosystems
(CIIA) cornacHO mpoOTOKOJY (DPMPMbI-ITPOU3BOAUTE/ISI.

ITo naHHBIM aHaMHe3a (paccipoc U MHGOPMALIUS U3
BBIIIMCOK aMOYJIaTOPHOM KapThl M CTaIlOHAPOB) Olie-
HUBQJINCH CJICAYIOIIME IMapaMeTphl: BO3pacT IMarHos3a
1 MaHUGbecTauuu OPOHXO0JIETOYHOrO M KUILIEYHOI'O CUHI-
POMOB, XJIOPHUIBI ITOTa MPH IMPOBEICHUN ITOTOBOTO TeC-
Ta, MUKPOOMOJIOTHICCKUIA ITPO(PUITb HIKHUX JbIXaTeIb-

HapyweHue perynsuum CHWV)XeHne NPOBOAMMOCTH

CHMXEHMe KonmyecTea
HOpManbHoro Gesnka

3849+10kbC>T
3272-26A>G
3272-16T>A
2789+5G>A
A455E
IVS8(5T)

R334W
R347P
R117H
E92K
L138ins
G85E
L1335P

HBIX ITyTeH, HaJTM4IMe JICTOYHBIX U BHEJICTOYHBIX OCIOX-
HEHUIA (JIeroyHasi TMIIepTeH3MsI, TUITOKCeMUYeCKasl Ibl-
XaTeJbHasi HeJOCTaTOYHOCTh, CaXapHbIii 1Ma0eT, HUPPO3
TeYeHM, XeaueKamMeHHasi 00Je3Hb, HU3Kas KOCTHas
Macca, MeKOHEaJTbHBIN mieyc). Onpeae/sumich aHTPOIIO-
MeTpuYecKre mokasaTenu (pocT, macca tena). Hyrpu-
TUBHBII CTaTyC OLIEHUBAJICS C TOMOIIIbIO MHAEKCA MaCcChl
tena (MMT, kr / M?); HUBKMMU CUMUTAIMCh TOKA3aTeIN
< 18,5 kr / M?%. UccrienoBanne (DYHKIIMY BHELTHETO JIbI-
XaHUS TPOBOIUIOCH OTHUM CIELUAINCTOM B COOTBET-
CTBUM C KpuTepusmu EBpomeiickoro pecrupaTopHOro
1 AMepuKaHCKOro TopakaibHoro oomects (ERS / ATS)
Ha armaparte Master Screen Body (Erich Jaeger, Tepma-
Hus). OLeHUBaAINCh ClIeAYIONIMe IToKa3aTeau: (popcrupo-
BaHHas >XKM3HeHHas1 eMKocTh Jierkux (P2KEJI), oobem
dopcupoBanHoro BeIoxa 3a 1-10 ¢ (ODB,). U3meHeHne
WIK coXpaHeHWe (DYHKIIUM ITOMKEIYIOIHOM XKeJIe3bl
MOATBEPKAAIOCHh HA OCHOBAHUM KJIMHUYECKUX TAaHHBIX
(HaMyue WM OTCYTCTBME CTeaTOpeM), MCCIIeIOBaHUS
KoTporpaMMbl M / WIM 3y1acTasbl-1 Kaja, Haauduem
IMaHKPEeaTUIeCKO HEeTOCTaTOUHOCTH, KOTOpas OIlpele-
JISUIach IO TIPUCYTCTBUIO B KOIIPOTpaMMe 10CTaTOYHOTO
KOJINYECTBa HEUTPaAIbHOTO XUpa U / WX YPOBHIO 3Jiac-
ta3bl-1 < 200 Mkr / T. Catypaiiusi TeMorIoorHa KUCIOpO-
noM (SpO,) ompenesiiach METOIOM ITyJTbCOKCUMETPUN
MOCJIe TOCTAaTOYHOIO OTAbIXa B MOJOXEHUM CHUIAS C I0-
Molibio mynabcokcumeTpa Nonin (CILA).
Craructryeckass oOpaboTKa NaHHBIX MPOBOIUJIACH
C TIOMOIIBIO TTaKeTa IIPUKIAAHBIX mporpamm SPSS
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(SPSS Inc., CIIIA). [laHHBIC aHATM3UPOBATINCH HA COOT-
BETCTBUE pacIipeieJIeHUs 3HAUCHUM M3y4yaeMOro Mpu3-
HaKa 3aKOHY HOPMaJIbHOTO pacmpeneieHusi. B 3aBucu-
MOCTHM OT BHUJIa paclpelesieHus] MepaMu IeHTPaIbHON
TEHICHIIUN W PacCesHMS CIYKUIA CpeaHee 3HaueHUe
(M) £ cranpmaptHoe oTKioHeHue (SD) unm meauaHa
(Me) (uHTepKBapTWIbHBII pa3max). [lpu cpaBHeHUU
CPEeIHUX 3HAYCHUI W MEAVaH MPUMEHSITACH t-KpUTe-
puit CThlomeHTa WIM Kputepuii ManHa—YutHu. g
OLIEHKHU Pa3IN4YMii KaTerOpHabHBIX IEPEMEHHBIX B IO/~
rpyInmax UCroab30BaJUCh 2 WIK TOYHBII MeToa Pulie-
pa. BEDKMBaeMOCTh OIIEeHMBAJIACh C ITOMOIIBIO aHaIN3a
Kamrana—Maiiepa, TOCTOBEpPHOCTb Pa3IMIUi MEXIY
Pa3IMYHBIMU TPYIIaMU ONpeaessiach ¢ oMol Log
Rank Test.

Peaynbratbl u 06CyxaeHne

Drarbl MccaeaoBaHus NpeacTaBieHbl Ha puc. 1. Kpure-
PUSIM BKJIIOYEHUSI COOTBETCTBOBAIM 270 MALMEHTOB, YTO
cocraBuiio 70,7 % ot ob1ero unciia 0onbHbIX 1 74,2 % ot
YyClia MallMeHTOB, KOTOPBIM ObLIO IIPOBEACHO I'€HETH-
yeckoe uccienoBaHue. "MSArkuil" TeHOTHUIT OIpeaesieH
y 86 60s1bHBIX (23,6 % OT 00LLETO YKC/Ia FEHOTUITMPOBAH-
HBIX), "TseKenblil” — y 184 manuenToB (50,5 % oT uuncia
TeHOTUNUPOBAaHHbBIX). CTPYKTypa TeHOTUIIOB MpPEACTaB-
JieHa B Tabs1. 2. Hanbosee yacThIM "TSKEIbIM" T€HOTH-
oM stBiisicst FS508del/F508del, KoTopslii OBLT BEISIBIICH
y 88 GonbHBIX (48 % OT uucia "TSoKeNbIX" TeHOTHUIIOB
u 24,2 % ot uuciia 60JbHbIX, KOTOPBIM ObLI IIPOBEICH I'e-
HeTuyeckuit aHanus). F508del sBuiach camoit yacroit
"TsKETON" MyTallMel ¢ ajjiebHOI yacToTol 68 % cpenu
MaLMEeHTOB ¢ "TsoKeabIMA” TeHoThaMu u 26,2 % cpenu
OOJbHBIX € "MATKUMU' reHOoTUIamMu. CaMbIM YacCThIM
"msirkuMm" reHoturnom siBuiicst F508del/3849+10kbC>T,
BBISIBJIEHHBII y 26 manmeHToB (30,2 % ot o611ero yucia
"MSITKMX" TeHOTUTIOB 1 7,2 % OT BCeX TeHOTUITMPOBAHHBIX
0OJIbHBIX), a ajUleIbHast yacToTa MyTaruu 3849+ 10kbC>T
coctaBmia 25,0 % B rpynie "Msarkux" reHotunos u 8,0 %
cpend BCeX MALKMEeHTOB, COOTBETCTBOBABIIMX KPUTE-
pusiM BKIIIOYeHUs. B pesysnbraTe mpoBedeHUs IIPSIMO-
IO aBTOMATUYECKOI0 CEKBEHMPOBAHMUSI HAa HEOOJIbIION
BBIOOpPKE OBIIV BBISIBIICHBI ClIeAyIONIe "MATKue" 1 "Ts-
xkenple” Myrtaumu: S1159P, 3272-16T>A, 3849G>A

382 nauueHTa

+ [eHeTn4eckoe nccneaosaxmne
364 nauueHTa
+ Kputepuu BkntoyeHus

270 nauueHToB

§ ' ¥

"Markuin” reHoTun "Tsxenbli" reHoTun
(n=286) (n=184)

CpaBHUTENbHbIV aHaNN3

Puc. 1. Bransl ucciaenoBaHust

u W1282R, 1898+1G>A, 4015delA, S466X, K329X,
K710X, L1335P, 3321delG, 2183AA>G, 1367del5, 622-
1G>C, 712-1G>T, CFTRdup6b-10, G461E, Y569H,
D579Y, K598ins, D572N. Mytauuu WI1282R, 1898+
1G>A, 4015delA Obltn OOHapyXKeHBI HEOJTHOKPATHO.
B ctpykType "MATKuMx" reHOTUIIOB ObLIO BhIsIBIEHO 10
"MATKMX" MyTaLlVid.

Pe3ynbraThl cpaBHUTEIBHOTO aHAIM3a "MATKUX ' 1 "S-
KeNbIX" TEeHOTUIIOB IIPeACTaBJIeHbl HAa PUC. 2 U B TaOlL
3—5. s "TSeKeNbIX TeHOTUIIOB XapaKTepHO acCUMET-
pUYHOE paclpee/ieHre Bo3pacTa YCTaHOBJIEHMS duar-
HO3a ¢ JOMUHUPOBAHUEM IIEPBBIX JICT 3KU3HU. [Tpn "MsT-
KOM" FeHOTHIIE paclipeeieHre BO3pacTa YyCTaHOBIEHUS
JIMarHo3a, HaoOopoT, 0ojiee paBHOMEPHOE C HauOOJIb-
1Iel YaCTOTOI B MOAPOCTKOBOM Bo3dpacTe. JuarHos MB,
yCTaHABJIMBAEMBbI BO B3pOCIIOM BO3pacTe, aCCOLIMUPOBaH

Tabauua 2
Cmpykmypa 2enomunoe

"Msrkue” reHotunbl (n = 86) ‘ "Taxenble" reHotunbl (n = 184)

TeHoTun ‘ n ‘ TeHoTun n
3849+10kbC>T/F508del 26 F508del/F508del 88
3849+10kbC>T/CFTRdele2,3 5 F508del/CFTRdele2,3 23
3849+10kbC>T/3849+10kbC>T 1 F508del/2143delT 13
3849+10kbC>T/N1303K 1 F508del/2184insA 7
3849+10kbC>T/S1196X 1 F508del/W1282X 3
3849+10kbC>T/W1282X 1 F508del/N1303K 6
3849+10kbC>T/Q493R 1 F508del/G542X 3
3849+10kbC>T/1367del5 1 F508del/S1196X 4
3849+10kbC>T/- 5 F508del/W1282R 1
E92K/F508del 6 F508del/604insA 1
E92K/E92K 4 F508del/4015delA 2
E92K/CFTRdele2,3 3 F508del/S466X 1
E92K/1677delTA 1 F508del/394delTT 1
E92K/2143delT 1 F508del/3821delT 1
E92K/W1282R 1 F508del/K598ins 1
E92K/- 1 F508del/1898+1G>A 1
L138ins/F508del 5 F508del/Y569H 1
L138ins/CFTRdele2,3 2 F508del/D579Y 1
L138ins/K329X 1 F508del/D572N 1
L138ins/2184insA 1 CFTRdele2,3/CFTRdele2,3 2
R334W/F508del 5 CFTRdele2,3/2143delT 3
R334W/CFTRdele2,3 1 CFTRdele2,3/3821delT 2
R334W/2143delT 1 CFTRdele2,3/S1196X 1
R334W/621+1G>T 1 CFTRdele2,3/2184insA 1
R334W/- 2 CFTRdele2,3/N1303K 1
R347P/F508del 1 CFTRdele2,3/K710X 1
R347P/CFTRdele2,3 1 2143delT/2184insA 2
2789+5G>A/F508del 1 2184insA/2184insA 1
2789+5G>A/- 1 2184insA/394delTT 1
S$1159P/F508del 1 2143delT/G542X 1
3272-16T>A/2184insA 1 2143delT/N1303K 1
N1303K/3849G>A 1 W1282R/N1303K 1
622-1G>C/L1335P 1 W1282X/2183AA>G 1

394delTT/3821delT 1
712-1G>T/CFTRdup6b-10 1
W1282R/1898+1G>A 1
W1282X/N1303K 1
N1303K/G461E 1
N1303K/3321delG 1
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Puc. 2. CtpykTypa Bo3pacTa yCTaHOBJICHMSI TUarHo3a

Tabauua 3
Pesyibmamot cpasnumenvrnozo anaiuza 603pacma ycCmaHogAeHUs OUACHO3A
Bapuanta "Msrkue” reHoTUnbI "Taxenbie” reHoTunbl p
Bo3pacT ycTaHOBNeHUs AnarHo3sa, rofbl 14,6 (9,9) 1,9 (6,4) <0,001
[vnarxo3 Bo B3pociom Bo3pacte, % 35,4 6,0 <0,001
[Ouarno3 B Bo3pacTe go 10 net, % 22,1 81,0 <0,001
Xnopupapl nota, MMonb / i 87,2£22,1 102,0+ 30,8 0,03
OTpuuaTenbHbIe N COMHUTENbHbIE XNOpUAbI NoTa, % 17,4 3,3 <0,001
Bo3spact MaHudecTauum nero4Horo CUHAPOMa, roAbl 3,5(13,05) 1,0 (3,55) 0,02
Tabauua 4
Pezyivmamot cpasnumenvrnozo anaiuza obuecomamuyeckoz2o cmamyca
BapuaHta "Msrkue” reHoTUnbI "Taxenble” reHoTunbl p
Bospacrt, roabl 24,0 (6,1) 22,0 (4,0) 0,001
Pocr, cm 171,0£10,0 166,3+9,3 0,003
WUMT, kr / M2 18,99 +2,91 18,38 £2,57 0,22
ODB1, %p0m. 60,3 +31,4 58,5+ 26,7 0,85
DXEN, %gzomx. 78,5+ 26,6 77,4+22,7 0,83
[Mnokcemmnyeckas abixatesibHas HeA0CTaTOYHOCTb CPEeAM XUBbIX, % 10,5 8,2 0,52
JleroyHas runepTeH3us cpeay XuBbix, % 14,0 11,4 0,56
BpoHxuanbHas actma, % 12,8 9,2 0,45
CaxapHbiii anabeT ¢ runeprankemmeii Hatowak, % 0 22,8 <0,001
Liuppo3 neyenun, % 0 6,5 0,015
XenuekameHHas 60ne3Hb, % 11,6 10,9 0,87
Huskas kocTHas macca, % 38,4 45,7 0,51
MaHkpeaTUyeckas He[OCTaTOYHOCTb, % 9,3 98,9 <0,001
MexkoHeanbHbii uneyc / CANO, % 0 6,0 0,02
Mpumeyarue: CANO - CUHAPOM ANCTaNbHON MHTECTUHANBHON 0BCTPYKLMM.
Tabauua 5
Pesysbmamot cpasnumenvnoco anaauza muxpoghaopot OvixameavHvIX nymei
BapuanTa "Msrkue” reHoTUnbI ‘ "Taxenbie” reHoTUnbl p
Staphylococcus aureus B MOHOKYNbTYpe, n (%) 13 (15,1) 32(17,4) 0,69
[pamoTtpuuatensHas ¢pnopa, otnnyHas ot Burkholderia cepacia, kak B MOHO-
KYNbType, Tak B CO4EeTaHMsIX MeXay co00ii u / unu ¢ S. aureus, n (%) 63 (73,3) 98(53,2) 0,03
B. cepacia B MOHOKY/LTYpE U / UK B COYETaHuM ¢ apyroi dpnopoii, n (%) 10 (11,7) 54(29,4) 0,02
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Puc. 3. BekuBaeMocTh OOJIBHBIX

B OCHOBHOM C "MSTKUM" TeHOTUIIOM ("TSIKEJbIi" TeHO-
TUIT BCTpeyaeTcsl HaMHOro pexe). OOpailaeT Ha cebs
BHUMaHue 6oJiee HU3KUI YpOBEHb XJIOPUAOB I10Ta U 00-
Jiee MO3aHSAsd MaHudecTalusi CUMITOMATUKU CO CTO-
POHBI OPTraHOB JAbIXaHMSI Y TTALIMEHTOB C "MITKMM" TeHO-
tunoM. Honst GonbHbIX crapuie 40 JieT B TIpyIine
¢ "MarkuMn" reHotunaMu cocrasuia 7,1 %, B To Bpems
Kak cpeau "Tskenbix” — 0,5 %, 4T0, B CBOIO OYepelb,
onpeenIo 0oiee cTapiliMii BO3pacT MallMeHTOB ¢ "MsIT-
KM reHoTUITaMu. M3 7 mamumeHToB ctapire 40 et
6 umenu "MSIrKuii" reHOTHUII.

IIpu conocTaBaeHUM [JIYOUHBI IIOPAXKEHMS 1 OCIIOXK-
HEHUIA CO CTOPOHBI OPTaHOB JABIXaHMS 1 XETyI0YHO-KH-
IIEYHOTO TpaKTa HanboJiee BhIpakeHHbIC NU3MEHEHUS OT-
MeYeHbI B YaCTOTE IMaHKPEaTUUECKOM HEAOCTATOYHOCTH,
caxapHoro aua0eTa, LUpPpo3a MeYeHU U KUIIEYHON He-
MPOXOAUMOCTH. AHAJIOTUIHBIX CUMMETPUYHBIX M3MEHE-
HUIA CO CTOPOHBI OPraHOB JBIXaHUS MOJYIEHO He OBIIO.

AHanu3 MUKPOOMOIOTMUYECKOro MpOoPuIs abIxa-
TEJIbHBIX IyTEl BbISIBUJI JOMUHUPOBAHUE B OOCUX IPYII-
max rpaMoTpuliaTebHOM (JIOphI ¢ mpeobjagaHueM
Pseudomonas aeruginosa. B cTpykType rpaMoTpuliaTe/b-
HOI (y1opbl OTMEYeHA AOCTOBEPHO OOJIbLIAST 4acTOTa
BoIceBa Burkholderia cepacia cpeny mallueHTOB € "TsKe-
JIBIM" TEHOTHUIIOM.

AHanu3 BbKMBAeMOCTHU MpeacTaBieH Ha puc. 3. U3
YCJia MAIMeHTOB ¢ "MATKUMHK' TeHOTHIIAaMH yMepiu 12
OOJIBHBIX (CpemHMit Bo3pacT cMeptu — 25,7 £ 7,2 JeT),
¢ "TsekenbIMU” — 31 yesoBeK (CpeaHUiA BO3PaCT CMEPTH —
22,6 = 3,9 roga). MeauaHa BbXKMBAEMOCTH B IPYIIIIE T1a-
IAEHTOB ¢ "MATKMMU'" TeHOTUITaMu coctaBwia 40,2 rona,
YTO JIOCTOBEPHO BbIIIIE, YEM B TPYIIIIE OOJIBHBIX C "TSKE-
JabiMu” reHoTunamu, — 31,0 rox (Log rank test, p = 0,028).

00cyxneHue

Bnepsoie B Poccun ObLT mpoBeaeH aHaIU3, CBSI3aHHbIM
C MOUCKOM TeHO-(PEHOTUMUYECKUX OCOOEHHOCTEe Ha
0O0JBIIIOK BBIOOPKE B3POCBIX 00JbHBIX MB. PabGoThl
1990-x rr., BKIIOYAIOLIKe neTeid, crpanamiimx MB, Ob1-
JIU TIOCBSIILIEHBI U3YYEHUIO BIUSHUS OTHCIbHBIX MyTa-
M Ha KJIMHWYECKOe TeueHue Oosie3HU. B wactHoCTH,
B 1997 1. J1. @.Kosanesoii [6] oLieHUBAIOCH BIUSIHUE [O-
MO- Y TeTepO3UTrOTHOTO HocuTenbecTBa MyTauuu F508del
Ha pa3JIMYyHbIe KIMHUYECKUE MPOsIBICHUS 3a001eBaHNSI.
IToxoxue uccinenoBaHusi ObUIM MPOBEACHBI B TTOCIETY-
romeM JI.A.2Keaenunoti |71 u H.FO.Kawupckoi [8] Ha

0oJBIINX BBIOOpKaAxX Aereit, crpamaiommx MB. Bo Bcex
STUX paboTax OLIEHUBAIOCH BIMSIHUE OTACIbHBIX MyTa-
uuit reHa MBTP Ha kinHuueckoe TeueHue MB. Hanbo-
Jilee OJIM3KOM HallleMy MCCJIEIOBaHUIO SIBIISICTCSI paboTa
H.B.Ilempoeoii [9], B KOTOpOIi TaKke OBUTH ITOJBEPrHY-
ThI COIOCTABJICHUIO "MSITKME" U "TSKeable" TeHOTUIIHI.
OnHako ornpenejieHHbIM OrpaHMYMBAIOIIUM OOCTOS-
TEJILCTBOM 3TOTO HCCIICHOBAHUS SBWJIOCH BKITIOUCHUE
B aHAJIM3 TOJIBKO IAIIMEHTOB JIETCKOTo Bo3pacTta. Bepo-
SITHO, 3TO MOBJINSIJIO Ha 00beM BBIOOPOK (257 "TsKeabix”
TEHOTUIIOB M BCETO JUIIDb 23 "MATKUX', T. €. 6oJiee YeM
11-kpaTHOEe JOMUHMPOBAHME "TSKEIbIX' TEHOTHUIIOB),
YTO, KaK OTMEYaeT aBTOp, MOIJIO CKa3aThCs Ha CTATHC-
TUYECKOM 00pabOTKe MaHHBIX 1 MOJTYYEHHBIX B3aMOC-
Ba3six. B Haleil paboTe 3TO COOTHOIIIEHUE COCTaBJISIET
npumepHo 2 : 1. KpoMme Toro, uckjitoyeHne U3 aHaausa
B3POCIIBIX OOJBHBIX HE TOJBKO HE MOIJIO IOBIMSITH Ha
OLICHKY BBIXKMBA€MOCTH, HO U, BEPOSITHO, TUMUTUPOBA-
JIO aJIeKBAaTHYIO OLIEHKY JIETOYHBIX M BHEJIETOYHBIX OC-
JIOKHEHWIA, T. K. MX YacTOTa 3HAYMUTEIbHO BO3pacTacT
MMEHHO BO B3pocioM Bo3pacte [10, 11].

[IpoBeneHHass Hamu paboTa, KaK U OOJBIIMHCTBO
HCClIeOBaHUII Ha JaHHYIO TEMY B MUpE, TTOKa3aJlo He-
KOTOpEIE OCOOCHHOCTH TEUCHMST 3a00JIeBaHNS Y HOCUTE-
et "markux" myrtaumit [9, 12—15]. Bt ocodbeHHOCTH
00YyCIOBJIEHbI KaK JTOMUHUpPOBaHMEM "MSITKOi" MyTa-
LMW Haj "TSEKEI0M", TaK M pa3HOM YyBCTBUTEIBHOCTBIO
TkaHel Kk nuchyHkuru MBTP. M3BecTHO, 4TO HAaUOOJIb-
I1ast YyBCTBUTEILHOCTD — Y CEMSBBIBOISIIINX IIPOTOKOB,
MEHbIIIasi — Y OPOHXOJIETOUHOI CUCTEMBbI, U HAaKOHEII,
MOKEJyIOUHasl XeJjie3a sIBJIsSIeTCSl TEM OpraHoM, TIe
nucgynkuus reHa MBTP okasbiBaeT HaMMeHbIlIee BIv-
sHue [16]. B cBga3u ¢ 3TUM Bee 00JIbHBIE B HAILIEM UCCJIE-
JIOBAaHUU UMEJIN MOpaXKeHUe JETKUX, HO C "TSKeJbIMU”
T€HOTUIIAMU — €Il 1 OPTaHOB XeJyTOYHO-KUIIIEUHOTO
TpakTa.

3HaUNTENIBPHO OoOJiee IMO3THEe YCTAaHOBJICHME IUar-
HO3a Y OOJIbHBIX C "MSITKMM" T€HOTUIIOM OOYCIOBJICHO,
MpeXIe BCero, OTCYyTCTBUEM CUMMETPUYHOTO MOpaXKeHUsI
JIETKMX ¥ OPTaHOB MUIIEBapEeHUS B IETCTBE M 3a4aCTYIO
MeHee SIPKO BBIPaKEHHBIM IeOI0TOM THOMHO-00CTPYK-
TUBHOTO OpoHxuUTa. TakKe ompeneeHHYI0 POJib UTpaeT
HEsIPKO BbIPaXKEHHOE MOBBILLIEHUE XJIOPUIOB, a B psile
CJIyda€B — COMHUTEIbHBIN 1 Ja)Ke OTpULIATEIbHBIN pe-
3yJIbTAT IIPU IIPOBEACHUH ITOTOBOTO TECTA, UTO SIBJISICTCS
MNpPOSIBJICHUEM MEHee BbIpaxkeHHON TMCHYHKIIMU OesiKa
MBTP. B 3ToM ciiygae ocoObIM "KoBapcTBOM" 00J1afgaeT
myTauus 3849+ 10kbC>T, npu KOTOpOit MPUMEPHO B TO-
JIOBUHE CJIyJaeB, 110 JAaHHBIM pa3HBIX aBTOPOB, HAOJIO-
JIAETCS COMHUTEJIBHBIA WJIM OTPULIATEJIBHBIA TTOTOBBIN
TeCT. DTa caMas JacTasl "MsrKast' MyTalys B MUPE TIpU-
BOIUT K BO3HMKHOBEHUIO CKPBITOTO caiiTa MHUILIHAIIAN
TPAaHCKPUIILINHU, B pe3yJIbTaTe 9eT0 00pa3yeTcs MaTpUI-
Hasg PHK ¢ monomHuTenbHbBIM 9K30HOM, KOIUPYIOIIUM
38 aMuHOKHUCJIOT. OMHAKO HEKOTOPasi YaCTh TPAHCKPUII-
toB MPHK mnpopoykaer coeauHsATbCS MPaBUJIbHO, YTO
IPUBOAUT K HE3HAUMTEIHFHOMY HApYIICHUIO (DYHKIIMU
o6enka MBTP [17]. YHUKanbHOCTh AAHHOM MyTalluKU
COCTOMT €Ille U B TOM, YTO MPU €€ HAIUYUU OOJbIINH-
CTBO MYXXYMH ¢ MB He sBs10TCS OECIUIOAHBIMU, B TO
BpeMsI KakK IIpU APYTUX TeHETMIECKNX KOMOWMHAIIMSX,
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Kpacosckuii C.A. u dp. KnuHuueckoe TeuyeHe 3a00JIeBaHMs Y B3POCIbIX OOJbHBIX MYKOBUCILIMAO30M — HOCUTENIEH "MATKUX'" MyTaLuit

B T. 4. TIpM "MATKUX" T€HOTUIIAX, OTMEYAeTCsT a300CIep-
Musl. SApKuUM mpUMepoM TMO3AHEN NUAarHOCTUKU Cpenu
HaIlMX OOJIbHBIX SBJISICTCS CIydail YCTaHOBJIEHMS AUar-
HO3a Y MYXXUMHBI ¢ KIMHNYECKOU KapTUHOU muddys-
HbIX OPOHXOZKTA30B, Y KOTOPOr0 HEOAHOKPATHO IOH0-
3peBasicsi MB 1 mipoBoauiInch MOTOBBIE TECTHI, OJHAKO
pe3yabTaThl ObUIM OTPULIATEbHBIMU WM COMHUTENb-
HeIMU. OTCYTCTBHE TOBBIIIICHUST XJIOPUIOB I10Ta, HAJTA-
yye HECKOJIbKUX OMOJOTMYEeCKUX JAeTeil U OTCYTCTBUE
MaHKpPeaTUYeCKOl HEeAOCTaTOYHOCTU OO0YCJIOBIMBAJIO
B CBO€ BpeMsl HEelpaBUJIbHOE 3aKJII0YeHUE Bpaydeii, uc-
KJIIOUMBIIMX auarHo3 MB. O1tu o6cTosTenbcTBa MpuBe-
JIA K TOMY, UTO IIPaBWIbHbIIA IUATHO3 ObLT YCTABJIEH Y I1a-
LIMEHTa TOJbKO B Bo3pacTte 59 JieT, mocie oOHapyKeHUs
reHoruna 3849+10kbC>T/W1282X.

Hamu noka3zaHa TecHast B3aUMOCBSI3b TSIKECTU T€HO-
TUIIA C PA3IMYHBIMU MIPOSIBICHUSIMU ITOPAaKEHMS Opra-
HOB MUIIEBApeHUsI ¥ OTCYTCTBUE KOPPEJSILIMU C BbIpa-
JKEHHOCTBIO ITOPaXXKEHUST JIETKUX. AHAJIOTMYHBIC JaHHbBIE
ObUTM TIPOJAEMOHCTPUPOBAHEI B OOJBIIMHCTBE 3apy-
OeXHBIX MccnenoBanuii [12—15]. OTcyTcTBUE OUYEBU/I-
HbBIX B3aMMOCBSI3¢l TEHOTUIIA C ITOPakeHHeM OPOHXO-
JIETOYHOI CUCTEMBI O0YCIOBJIEHO BIMSTHUEM Pa3IMIHbBIX
BHEITHUX (DaKTOPOB (AKTUBHOCTHIO M TIPUBEPKEH-
HOCTBIO K Tepamuu, pa3IMuyHOi MHQEKIMOHHONI CO-
CTaBJISIIOLIEH OPOHXOJIETOYHOM CUCTEMbI, COLIMAIBHBIM
CTaTycoM U T. A.). JIpyrum (pakToMm, BEpOSITHO, UMEIOIIUM
oIpe/ieJIeHHOE 3HAYeHNE B TMOJyYCHUU HACTOSIINX pe-
3YJIETATOB O CUMMETPUYHOCTHU ITOPAKEHMS JIETKKX Y I1a-
LIMEHTOB OOC/IeAYeMbIX TPYILI, SIBJISIETCST (PAKT ITO3IHEN,
a MHOIJa O4YeHb IMO3IHE AMArHOCTUKU 3a00JieBaHUS
CcpeIv WHAWBHUIOB C "MSATKUMH' TeHOTUITaMU. Bo3MoxK-
HO, ec/1x Obl AMArHo3 ObLI YCTAHOBJICH STUM HalleHTaM
B IIEPBBIE TOJbI XKM3HU, KaK ITOJABJISIOIIEMY OOJIbIIMH-
CTBY OOJIBHBIX C "TSKEJIBIMU' T€HOTUIIAMU, W, COOTBET-
CTBEHHO, paHbIlI¢ HAYMHAIOCH OB KOMIUIEKCHOE JIeue-
HUE U HaAOJIIOAEHUE, TO TSKECTb IOpPaXKeHUsI OPraHOB
IBIXaHUS TIpU "MITKUX' TeHOTUIaxX Obljla MeHee BbIpa-
JKEHHOM, yeM NpH "TsKelbiX. KoCBeHHBIM J0Ka3aTeb-
CTBOM 3TOTO IIPEAITOJIOXEHUS SBIISIETCS ITOTYICHHBIN
HaMU pe3yJIbTaT O JOCTOBEPHO OOJbliieii J0JIe MalueH-
TOB, MHOULIMPOBAHHBIX B. cepacia, cpeau HoOCUTeIeH
"TSDKEJIBIX TEHOTHUITOB. B psie 3apy0OeskHbIX paboT Tak-
K€ TMO0Ka3aHo, YTO MAIlMEeHTHI C "MIATKUMU" TeHOTUTIAMU
UMEIOT Oosiee OJIarOnpUsITHBIA MUKPOOUOJIOTUYECKUMI
¢oH n yaie nHUUUPOBaHHI S. aureus. [TonydyeHHBI
pe3yJbTaT MOXKHO OObSICHUTH 00Jiee TSXKea0i TuchyHK-
et MBTP, npuBozsiieil Kk 6ojee rybokoMy Hapyliie-
HUIO PEOJIOTMYECKUX CBOMCTB MOKPOTHI U YCUJIEHUIO €€
BSI3KOCTH, UTO, B KOHEUHOM CUETE, BEPOSITHO, BIMSIET Ha
"MOAATIMBOCTL" IBIXaTEeJIBHBIX ITyTeil K MHMUIIMPOBa-
HUIO TIaTOJIOTMIECKMMU MUKpoopraHm3Mamu. Hasep-
HOE, 3T 00CTOSITEILCTBA IIPUBEIIN K TOMY, YTO B HEKOTO-
pbIX paboTax 3apyOexKHbIX aBTOPOB BCE-TaKM OTMEUYEHbI
MPENMYIIECTBA PECITUPATOPHOTO cTaTyca y "MSITKUX' re-
Hotumnos [14, 18, 19].

PesyiabraTom Halieii pabOThl SIBUJIOCH BbIAEIeHUE
OOJIBHBIX C "TSKEJIBIM" TEHOTUIIOM HE TOJIBKO KaK Ialu-
€HTOB C MAaHKPeaTUIeCKOI HeA0CTaTOYHOCThIO, HO M KaK
MAIMEeHTOB C OIPeIeICHHBIM PUCKOM Pa3BUTHSI IPYTUX
Pa3IMYHBIX OCJIOXHEHU CO CTOPOHBI OPraHOB MUIIEBa-

PUTEILHOM CHUCTEMBI. Takme Cepbe3HBIC OCIIOKHEHUS
MB, xak caxapHblii JuadeT, UMPPO3 MEYeHU U KUIIeY-
Hasl HEMpPOXOAMMOCTb, BCTPEYAIMCh TOJABKO B TPYIINE
¢ "tsokenbiMu” reHoTunaMu. C Ipyroit CTOpOHBI, Xerde-
KaMeHHasI 00JIe3Hb pa3BUBaIaCh CUMMETPUIHO B 00CUX
rpyIIax, 3T0 CBUAETEILCTBBYET O TOM, UTO M Y TAIIMEH-
TOB ¢ "MSTKMMHU" TEHOTUIIAMHM WMEETCs HapylleHUue
JINTOTEHHOCTHU XeJTYM, PUBOIsIee K KaMHeoOpa3oBa-
HU0. YacToTa ocTeomnopo3a, Kak yKa3aHO B OOJIBIITMH-
CTBe 3apyOexXHbIX padOT, COloCTaBUMa Cpeayd TIpyIll,
00YCJIOBJIEHO 9TO, MPEXKJe BCEro, TECHOM B3aMOCBS3bIO
COCTOSIHUSI KOCTHOI Macchl ¢ yHKIMEH Jerkux. Takoi
Xe TeCHON Koppessuueid (yHKIUU OpOHXOJErOUHOMI
CHUCTEMbl 1 TUTATEJIbHOIO CTaTyca MOXHO OOBSICHUTH
otcytcTBUe paznuuuiit UMT mexay rpynnamu. Bropsim
BaXKHBIM OOCTOSITEJTLCTBOM, OOBSICHSIIOIIIMM OTCYTCTBHE
STHUX pa3JIMINii, BOSMOXKHO, SIBJIICTCS aleKBaTHasI Tepa-
us IpernapaTaMy MOIKETYT0YHOM JKeIe3bl.

Bbonee rnydokas nuchynkuus 6enka MBTP y Hocu-
TeJel "TSoKeNbIX' TEHOTUWIIOB, IPUBOISIIAs K 0oJjiee
Cepbe3HOMY TTOPAXKECHUIO OpraHOB-MUIIICHEH, BKITIOUast
OoJiee yacThIit BeICeB B. cepacia 1 1OCTaTOYHO BBICOKUIA
DUCK TSIXKEJIbIX OCJOXHEHUI CO CTOPOHBI OPTaHOB IH-
IeBapeHusl, TPUBOAUT K O0Jiee HU3KON BEDKMBAEMOCTH
TaKMX MAlIMEHTOB. AHAJIOTUYHBIC Pe3yIbTaThl OBLIN IO~
nyuensl B CIIIA, B uccnenoBanuu E. F.McCone et al., 110-
BeleHHOM Ha 00Jbl0il BeIOOpKe 00bHBIX [20]. Cpenun
TeHOTUIIOB, BKJtovatoumx myraiuu [—II1 kimaccos, mo-
Ka3aTeJIb CMEPTHOCTH B 2 pa3a BBIIIIE, YeM CPeau TeHO-
TUIIOB XOTsI ObI ¢ 1 MmyTatmeit IV—V kitacca. ABTOpHI clie-
JIaIM BBIBOA, YTO TE€HOTUIT SIBJISIETCS HE3aBUCUMBIM
(bakTopoM TMpoTHO3a KMU3HU OOJILHOTO.

3aknoueHue

1. HOnst 60a6HBIX MB ¢ "MITKMM" TeHOTHIIOM XapaKTep-
HO I103/IHee YCTaHOBJIEHHUE TMarHo3a.

2. PecnupaTtopHas ¢hyHKLMS, KaK U MUTaTeJIbHBIN cTa-
TyC Y TTALIMEHTOB ¢ "MSTKUM" T€HOTUIIOM HE OTJIYa-
JOTCS OT "TSKENBbIX TEHOTUIIOB.

3. "Markuii" reHOTUN 00J1aJaeT MPOTEKTUBHBIM BIIMSI-
HUEM, TIPEIATCTBYIOIIMM Pa3BUTHIO CaXapHOTO JIHa-
OeTa, HUPPO3a MEYSCHN W KUIIEYHON HEITPOXOIMMO-
CTH, HO HE KeTYeKaMEHHOU OO0JIe3HM M HU3KOU
KOCTHOI MAaCCHI.

4. ¥V nmanuumeHToB ¢ "MATKUMU" TeHOTUITaMU HAOJII01aeT-
Csl IOCTOBEPHO JIy4lllasi BEDKMBAeMOCTh 110 CpaBHE-
HUIO C "TSLKEJIBIMU" TeHOTUITAMH.
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