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B cTaTbe npoaHannanpoBaHbl 0CO6EHHOCTN MYKOBMCLUMA03a B3POC/bIX, MO AAaHHBIM HaumoHanbHoro pernctpa 2013 r., koTopblii Bkoumn 1968 naumeHToB
(62% OT 06LLEero pac4eTHOro Ymcna 60nbHbIX MyKOBUCLMA030M B CTpaHe) 13 74 pernoHos Poccuiickoii depepaunmn. NpoaeMoHCTPUpPOBaHO, YTO MyKO-
BUCLMA03 B3POC/IbIX OTIMHaeTCst 60sbLUEl BCTPEYAEMOCTbIO «MSATKMX» MyTaLUuii, 3HAYUTENbHBIM CHUKEHEM DYHKLMM NErkux, BbICOKO YaCTOTOW Jieroy-
HbIX 1 BHEJIErO4YHbIX OCNOXHEHWIA, @ TakKe HEOOX0AMMOCTbLIO B 60JbLLeM 06beMe MHOrOKOMMOHEHTHOM Tepanuu.
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The article analyzes the characteristics of adult cystic fibrosis (CF), according to the National Register of 2013, which included 1968 patients (62% of the to-
tal estimated number of CF patients in the country) of the 74 regions of the Russian Federation. It demonstrated that adult CF occurrence is more "soft" mu-
tation, a significant decrease in lung function, high frequency pulmonary and extrapulmonary complications, as well as the need for more multi-component

therapy.
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M E€TUIIMHCKUU PETUCTP — 3TO OPraHU30BAHHAS CUCTEMA,
UCIIOJIb3YION s HAO/II0/1aTENbHbIE METO/IbI UCCJIEJOBA-
HMA 7151 COOPa €AMHOOOPA3HBIX JIAHHBIX U CJTY>Kallas Onpesie-
JIEHHOW HAYy4YHOM, KJIMHUYECKON WX OPIaHU3ALIMOHHO-METO-
JAUYECKON nestu. COBPEMEHHBIE METUITMHCKHAE PETUCTPHI AB-
JIAIOTCA UHCTPYMEHTOM HAOMIOAEHMS HaJl TEYEHHEM HEKOTO-
PBIX COLMAIIBHO 3HAYUMBIX 3200JIEBAHUM: YACTHIX XPOHUYE-
CKHX HEMH(EKIUOHHBIX HO30JI0TUH U HEKOTOPBIX PEAKUX Ha-
CJIEICTBEHHBIX ITATONIOIUM 1, 2].

MyxoBucim103 (MB) — TspKenoe MyJIBriOpraHHOE FeHeTHYe-
CKOE€ 3a60J1€BAHHE C AYTOCOMHO-PELIECCUBHBIM THUIIOM HAC/IEA0-
BaHWsL. B aTromnaTorenese ornpeaessoIyio POjib UTPAIOT MyTALA
B re’e MB, npuBoamiye K 1e(PEKTy XJIOPHOTO KaHAJIA, PACTIONIO-
SKEHHOT'O B AIIMKAJIbHOM MEMOPAHE CIIM3€00PA3YIOIIUNX KIETOK.
HTOrom sIBseTcsl pa3BUTHE CUCTEMHOM AUCPYHKINU SK30KPHUH-
HBIX JKeJIe3 ¢ (POPMUPOBAHUEM BAZKOI'O OOE3BOKEHHOTO CEKPETA.
IIporpeccupyromee rTHOHHOE NOPAKEHUE JIETKUX ONPEAETIACT To-
JKECTDb COCTOAHUA Y 90—-95% OONMbHBIX. B mocieinme aecaruieTus
OTMEYAIOTCA YCIIEXU B BEAIEHUN MB: BBIDOC/IN BBDKUBAEMOCTD U
JIOJIA B3POCJIBIX MTAIIMEHTOB, 3HAYHUTEILHO YBETUUMIOCH ObIIiee
YUCIIO 6OBHBIX 1 YIYYIIHIOCh UX KAYECTBO JKU3HU [3].

MB — «eBpOIIeHCKOe 32601€BAaHUE>, HAUOOJIEE YACTO BCTPE-
yarouieecs B crpaHax Espornsl, CeBepHOIT AMEPUKH, B ABCTPA-
U 1 Mzpause. B Hacrosinee BpeMs IIOYTHU BO BCEX ITHUX CTPa-
HaX CO37aHbl €KEI'0JHO OOHOBIAIOMUEC HALTMOHAIbHBIE pe-
[UCTPBI 60JIBHBIX MB [4-0].

B Poccuu MOIIBITKH CO3/IaHUS OOIIEHAIIMOHAJIbHOM Oa3bl
JIAHHBIX OOJIBHBIX MB NIpeAnpuHUMaINCh €llle Ha pyoexe
XX—-XXI BB., OJHAKO OOIIMH PETUCTP C €AUHBIM (POPMATOM
NPEACTABICHUA AAHHBIX CTAJ BBIXOAUTH TOJBKO ¢ 2011 1.
B perucrpe 2011 1. mpejicTaBiaeHbl aHHbie 1026 60IBHBIX, B
20121 — 1309, 82013 1. — 1968. Co3ganue HAIMOHAILHOI'O
perucrpa 60abHBIX MB TeCHO CBsI3aHO ¢ paboTOH 1O COo3/a-
HUIO €BPOIEUCKOro perucrpa 6ospHbIXx MB. EBponeiickuil
perucrp — o6mas 6a3a JaHHBIX OOJbHBIX MB, KOTOpast BKIIO-
4JaeT 6OJIBIIMHCTBO EBPONENCKUX CTPAH U C(POPMHPOBAHA HA
OCHOBE OOIIUX €AUHBIX TAPaMeTPOB. OHHU BKIIOYAIOT: JEMO-
rpaduyecKue NOKa3aTeNU, JAHHbIC 10 JUATHOCTHUKE U I'€HE-
THKE MB, anTponoMeTprudeCcKre OKA34aTEIU, PECITUPATOP-
HBIH CTATYC, MUKPOOHOJOTHYECKUNA NPOMUIIb JIbIXATENTbHbBIX
IIyTEMH, IETOYHBIC U BHEJICTOYHBIE OCJIOKHEHUS, O6'bEM TEpa-
WU, IPOBEAEHUE TPAHCIUVIAHTALUU. B €éBpONENCKOM peru-
crpe 2010 1. mpoaHanu3upoOBaHbl 32 248 60IbHBIX, BKIIOYAs
359 pOCCHUICKUX NAIIUEHTOB, IPOKUBABUINX TOI/1a B MOCKBE
1 MOCKOBCKO¥H 0671acTH [7]. OcobeHHOCTAM MB y manneHTos
crapuie 18 jieT B Haled CTPpaHe IOCBAIIEHbl €EAMHUYHBIE DA~
60TBl U3 IIEHTPOB B3POC/BIX NAITUEHTOB ¢ MB MOCKBBI 1
Cankr-IleTrep6ypra, aHaanu3a Ha O6IIEPOCCUICKON I'PYIIIIE
OOJIBHBIX HE IPOBOJAUIOCH [8].

Ieapro HACTOALIECH PpAaOOTHI IBUIOCH BBIABIICHUE OCOOCH-
HOCTEN MB BO B3pOCIOM BO3PACTE HA OCHOBE TAHHBIX PErU-
crpa 2013
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CnoxxHble BOMPOCHI NyJIbMOHOJTIOTNA

OpraHunsauus paboTbl perucrpa

C 2011 r. cTpYKTYpa JAHHBIX PETUCTPA MAJIO U3MEHUIIACH.
3an0NHANMCh UHIUBU/IyJIbHBIE JJAHHBIE 110 HAIIMEHTAaM, KO-
TOPBIC UMEJIU IOATBEPKICHHBIN A1arHo3 MB Ha OCHOBaHUU
KJIMHHUYECKOM KAPTHUHBI, JAHHBIX ITOJOKUTENBHOM IIOTOBOM
NpOO6BI U F€EHETHYECKOI'O UCCIEA0BAHMUA. POpMA JIJId 3110~
HEHUA COJEPXKaIa CIEYIONUE JAHHBIE 34 OTYETHBIA I'OM:
BO3PACT, IOJI, COCTOAHME — XKXUB/MEPTB, BO3PACT JUATHO34,
HaJIM4Yie MEKOHHUEBOI'O WIEYCa IIPU POXKICHUU, PE3YJIBTAT I'e-
HETUYECKOI'O UCCIETOBAHNUA HA TOMUCK MyTallui MB n noto-
BOI'O TECTA. PUKCUPOBATINUCH: 00bEM (POPCHPOBAHHOT'O BBIIO-
xa 3a nepsylo cekyHay (OPB,), popcupoBaHHas )KU3HEHHAA
eMKOCTb Jierkux (P7KEJI), pocT 1 Macca Tena nanyueHTa, u3-
MEPEHHBIE B JIEHb IPOBEJEHNA CIMPOMETPUH. BbUIO OT™MEYe-
HO HAJIWM4YME XPOHUYCCKOM MJIM MHTEPMUTTUDPYIOIECH WH-
pexunun Pseudomonas aeruginosa, XpOHUIECKON NH(PEKLIUNU
Staphylococcus aureus, Burkbolderia cepacia, Stenotrophomo-
nas maltophbilia, npyro¥ rpaMOTPULIATEIbHON (PIOPHI, HETY-
OEPKYIE3HOTO MUKOOAKTEPHO3d. YUUTHIBAIOCH PA3ZBUTHUE
CJIEIYIONUX OCJIOKHEHUM B TEKYIEM I'O/Y: AJUIEPIUIECKOIO
OPOHXOJIETOYHOrO acnepruwuie3a (ABJIA), nnabdera, THEBMO-
TOPAKCA C APEHUPOBAHUEM I'PYJIHON KJIETKH, IUPPO34 Mede-
HH, JIEFTOYHOT'O KPDOBOTEYEHMS, AMMIION/]034, IIOJIMI03a HOCA,
OCTEONOPO34d, JNEKTPOTUTHBIX PACCTPOHCTB. Takke 6bl1a
OIIMCAaHA TEPAIUs, KOTOPYIO MOJIydaIU MAIJUEHTHL: TUIIEPTO-
HUYECKUU PACTBOP HATPHUA XJIOPHJA, MHTAIALUOHHDIE, 1€~
POpaIbHBIE M BHYTPHUBEHHBIE aHTUOHMOTHUKU, OPOHXO/IMIATA-
TOPBI, IOPHA3a aNnb(a, ABUTPOMHUIIMH B CyOUHTUOHUPYIONIEH
CcXeMe, YPCOJAE30KCUXOJIEBAS KUCA0TA, IMAHKPEATUICCKUE
(dEPMEHTBI, JKUPOPACTBOPUMBIE BUTAMHHBI, KUCJIOPOJOTEPA-
nust, KnHeauTepanus. OT/AenbHbIE I'PAdbl IOCBIEHbI HATU-
YHIO OHKOJIOTUYECKOI'O 3a00JIEBAHUS U TPAHCIUIAHTALIUNA
IIE€YEHU U JIETKUX.

HyTpHUTHUBHBIN CTATYC ONIPEAECIIAIN 1O UHJIEKCY MACCHI TEIA
(MMT), KOTOpBIHA BbIYMC/IsAIM 110 hopmyne: UMT = macca Tena
(xr)/pocT (M?). 151 OLIEHKU pOCTa, Macchl Tesa u UMT y perert
HUCIIOIB30BAIM «[IpOrpaMMHOE CPEACTBO I PA3BUTHSL POCTA
M PA3BUTHUA AETEN BO BCEM MUPE» BCEMHUPHOI OPraHU3anuu
3/IpaBOOXpaHeHus [9]. s onpeneneHus BEHTHISIIMOHHON
CIIOCO6HOCTH JIeTKUX aHanusuposanu OPB, u OKEJL, npen-
CTABJICHHBIC B IIPOLIEHTAX OT JIOJDKHBIX 3HAYCHUU (%I0IIK.). Y
B3POCJIBIX IPUMEHAIN JO/DKHBIE 3HAYEHUA EBPOIIEIICKOTO CO-
ob1ecTsa yriis U cranu [10], y AeTei — TOJDKHBIE 3HAYEHMS 110
Polgar [11].

Pernctp 2013r.

B peructp 2013 1. BKJIIOUEHBI JJAHHBIE 74 PETUOHOB — CYO'’b-
ekToB Poccutickont denepaunu, u3 HUX 29 cyobekTos PO ¢
(PYHKIIMOHUPYIOUIUMU LIEHTPpaMu MB, KoTopble 3a(DUKCHPO-
BAJIU JIJAHHBIE 060 BCEX OOIBHBIX MB B cBOEM pernoHe (OCHOB-
Hasl Tpynma), obIlee YHUCJIO TAKHUX OOJIBHBIX COCTABHUJIO
1739 genosek. Taxke NPeACcTaBICHBI O6JIACTH, KPas, PECIIy6-
JIMKU, KOTOPbIE HE UMEIOT LIEHTPOB MB, COOTBETCTBEHHO, I10-
Ka34TeJI1 OT HUX IIOJYYEHBI HE IO BCEM OOJIBHBIM (3249aCTYIO
MaIlUeEHTBl U3 TAKUX PETHOHOB HAGIONAIOTCS B IIEHTPAX
Mocksbl, CankT-TleTep6ypra u Ipyriux KpynHbIX ropojiax P®),
CIO/IA K€ OTHOCHJIMCh PETMOHBI, KOTOPBIE TIPEJCTABUIIN JaH-
HBIE YACTHUYHO: TOJIBKO IO B3POCJIBIM HJIH TOJIBKO MO JETSAM.
TakuX PErMOHOB 45, YMCJIO 60NbHBIX B HUX — 229. TakuM 00-
paszoM, OblIee YUCIO MAaIMEHTOB B PETUCTPE COCTABUIIO
1968 yenoBek (1935 KUBBIX U 33 YMEPIINX).

CratucTruydeckass o6paboTKa JAHHBIX IPOBO/INIACH C IIOMO-
1IbIO MaKeTa NPUKIAJHBIX Iporpamm Statistica 10 (StatSoft
Inc., CHIA). B 3aBUCUMOCTH OT BU/A PACIIPEAEIIEHUS MEPAMU
LIEHTPAJIbHOIN TEHAECHLUMUU U PACCESHUS CIYyKWIN CPElHEE
3HadeHue (M) = crangapTHoe OTKIOHeHHe (SD) nnm meanana
(Me) — MHTEPKBAPTU/IbHBIN pa3dMax. JlaHHas OIMCaTEeabHAL
CTATHCTHKA IPUMEHSIACD VI OTPAKEHHNS TOKA3aTENIEH IaIi-
€HTOB OCHOBHOM I'DYIIIIBI C HOJTHOTOM HNPECTABICHU JAHHbIX
(29 pernoHoB — 1739 4enosek).

54

I1py cpaBHEHUM CPEJHMX 3HAYEHNUN WIM MEAVAH IIPUMEH-
JINCH t-KpuTepril CTHIOJICHTA WIN KPUTEPUN MaHHA—YUTHMU.
JIJ1s1 OLICHKHY PA3/IMYMI KATEIOPUAIbHBIX IIEPEMCHHBIX B I10/1-
IPyNnax UCIOIb30BAICH x% YPOBEHb 3HAUMMOCTH CUMTAJICS
JOCTOBEPHBIM ITpH H<0,05. [JaHHBIA aHAJIM3 IPUMEHSIICA IIPU
CPaBHEHHM JIETEH 1 B3POCJIBIX HA OOIEH I'PYIIIE MTAIIMEHTOB
(1968 marueHToBR).

Pe3ynbrathbl

Ym0 60IbHBIX B PETMOHAX, AOJIA B3POCIBIX NTAIUEHTOB B
K2KIOM 13 HUX, 4 TAKKE OTHOIICHNE YHC/IA TAITUEHTOB ¢ MB k
OO61Ie YMCJIIEHHOCTH HACEJIEHMS, IIPOXKUBAIOLIETO B KAXKIOM
PETUOHE, IPEACTABJICHDL B TA0L. 1.

BospacTHas cTpykTypa OOJIBHBIX IPEACTABIEHA HA pUC. 1.
CpenHui BO3pacT 60IbHBIX cocTaBul 11,9491 roga, meamana
BO3pacTa — 9,6 (14,1) roga. CaMblit CTAPIINIL MAITUCHT B OTYCT-
HOM rojty HaGoancst B Mockse. Ero Bospact — 64,0 rozia, BO3-
pacr camoro maamero — 0,1 roga. Jlonsa manueHTos 18 net n
crapue — 25,9% (107151 B OCHOBHOI I'pyIIe O0JbHBIX). Cpeau
OOJIbHBIX IPEOOIAJAIN MYKUUHEI (53,0%).

Ha 31 pekabpsa 2013 r. 1935 manueHTOB OBbUIM KHUBBHI,
33 6OJIBHBIX YMEPJIN B TEYEHUE OTYETHOTO To/1a. [IpuunHONn
CMEPTHU 23 U3 HUX SABJIIJIOCh OPOHXOJIETOYHOE MOPAKEHUE, TIO
JIBOE OOJIBHBIX YMEPJIN BCIEACTBUE IOPAKEHUS [ICYEHU, OCT-
POIi IOYEYHOU HEAOCTATOYHOCTH U HECYACTHOIO CJIy4as, 10
OAHOMY IIALIUEHTY YMEDPJIM BCJIEACTBHE CEPAEYHO-COCYAUCTOM
HE/IOCTATOYHOCTU U IIPHU IIPOBEACHUHN TPAHCIUIAHTAITNHN JIET-
KUX, IDUYUHA CMEPTH JBOUX OOJIbHBIX HEU3BECTHA. CpeIHUM
BO3pPACT CMEPTHU cocTaBui 17,1+£8 8 roma, Mmeinana BO3pacra
cmeptH — 19,0 (12,3) roga. MUHMMAJIBHBIN BO3PACT CMEPTU —
0,07 roa, MakCuMaabHbBIN — 30,7 roja

CpefHuUIt BO3pACT YCTAHOBJICHUS IMATrHO3a 110 BCEM 60JIb-
HBIM COCTaBUI 3,4+5,6 roga, meauana — 0,8 (3,9) roga. B Bo3-
pacre nociie 18 neT 3a6071€BaHNE JUATHOCTUPOBAIOCH ¥ 2,8%
OT OOLIETO YKCIa OONBHBIX MU'y 10,7% OT 4nci1a B3pOC/IbIX. Mu-
HHUMAaJIbHBIN BO3PACT AUATHOCTHPOBAHUA MB — nipu pox/e-
HHU, MAKCUMAJIbHBIH — B 59,0 roga. MEKOHUEBBIA UJICYC PA3BU-
BaIcs y 110 601pHBIX, 90 N3 HUX TOTPEOOBATIOCH XUPypIruye-
cKoe noco6ue. /1oy 60IbHBIX, KOTOPBIM IMATHO3 OBl YCTa-
HOBJICH I10 HEOHATAIbHOMY CKPHHHUHTY, COCTaBHIa 36,0%.

3a oryerHer 2013 1. AuarHo3 MB Brnepsbl€ YCTAHOBJIEH
149 manmenTam: 143 gersim u 6 B3pocIbIM. Bo3pacTt ycTaHoB-
JIEHUS JUAIHO34 32 OTYETHBIN 1o/ cocTaBui 3,0+6,9 roja, me-
guana — 0,2 (0,6) roia. MUHHMAJIBHBIN BO3PACT — IIPU POXK/IC-
HHH, MAKCUMAJIbHBIH — 43,0 roga. MEKOHMEBBINA WJIEYC PA3BUII-
cay 11 manuenTos (7,5% OT 4Mciad yCTAHOBJIEHHBIX JUATHO-
30B), 10 U3 HUX NOTPEOOBAIOCH XUPYPIrUYECKOE ITOCOOUE.
ITO HEOHATAIBLHOMY CKPUHMHIY AMUATHO3 OBLI YCTAHOBJICH
111 60JIbHBIM, UTO COCTABUJIO 75,0% OT BCEX BBISIBIICHHBIX CITY-
yaeB MB 32 OTYETHBIN IO/,

Puc. 1. BospacTas cTpykrypa 6onbHbix MB B Poccun B 2013 1.

fmcTorpamma: BO3pacT
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Complex issues of pulmonology

Ta6nuua 1. Yucno 6oNnbHLIX B pErMoHax, A0S B3POCIIbIX, OTHOLWEHUE Yucia nauneHToB ¢ MB kK o6Lueil YUCNIEHHOCTU HaceneHus,

npoxXxwueaiowiero B KaXxaom permoHe

PervioH Hacenenue (n) BonbHbix MB (n) 260, Bapocnix % H:‘Ia SBT:C_

Mocksa 11979529 321 115 35,83 2,680
Owmckasi 061acTb 1973985 53 12 22,64 2,685
KemepoBckas ob6nactb 2742450 43 5 11,63 1,568
HoBocubupckas o6nactb 2709 461 58 10 17,24 2,141
dpocnasckasa 0651acTb 1271672 41 10 24,39 3,224
KpacHopapckuit kpai 5330 181 78 19 24,36 1,463
Yygauickas Pecnybnvka 1243431 48 15 31,25 3,860
KpacHosipckuia kpai 2846 475 46 4 8,70 1,616
JeHnHrpaackas obnactb 1751135 26 6 23,08 1,485
Huxeropoackas obnactb 3289 841 80 10 12,50 2,432
Tomckasi o6nacTb 1064 245 18 2 11,11 1,691
Pecnybnuka bawikopTocTaH 4060 957 71 19 26,76 1,748
MepmMckuii kpaii 2634 461 69 26 37,68 2,619
AcTpaxaHckasi 06nacTb 1013840 15 3 20,00 1,480
OpeHbyprckas 06nacTb 2016 086 47 7 14,89 2,331
MpumMopcknii kpai 1947 263 40 10 25,00 2,054
MockoBckasi o6nactb 7048 084 159 42 26,42 2,256
Tynbckas o6nactb 1532436 28 32,14 1,827
Pecnybnuka Mopaosus 818 566 11 3 27,27 1,344
;‘::g:'m'\ﬂ"j;%‘f(%';f”_ orpa 1584063 41 8 19,51 2,588
YenabuHckas obnactb 3485272 53 15 28,30 1,521
MypmaHckas o6nacTb 780401 21 4 19,05 2,691
Yomyptckas Pecnybnuka 1517692 40 17 42,50 2,636
BopoHexckas obnactb 2330377 62 12 19,35 2,661
CMorneHckasa o6nacTtb 975188 13 3 23,08 1,333
Camapckas obnactb 3213289 101 23 22,77 3,143
Ps3aHckas o6nactb 1144 650 12 8,33 1,048
AnTarickuii kpai 2398751 36 5 13,89 1,501
Pecnybnuka TatapcTtaH 3822038 108 35 32,41 2,826
Jpyrve pernoHsl 62 887 856 229 113

Ntoro 141413675 1968 (61,98%) 563 28,61

Poccus, pacyeTHble oaHHbIe 143 347 059 3175 821 25,88 2,215

Tenernueckoe nuccnaeoBaHue O6bLI0 IPOBEAEHO 88,7% OOb-

€.1243-1247delT, CFTRdele19-22,

2183AA>G, D572N,

HBIM: JIETAM — B 87,5%, B3pOC/IbIM — B 91,0% ciaydaes. O6mjas
CyMMapHasi 4aCTOTA UACHTU(PHUITUPOBAHHBIX AJIETIEH COCTABU-
112 80,5%, y IeTei BBISIBIICHO 77,6% aJiesieit, y B3pOCibiX — 87,5%.

Cpenyt pOCCUHMCKUX MAIIMEHTOB BBIABJIEHO 112 pa3InyHbIX
MyTaumii rena MB. AjuiesibHast 4aCcTOTa IPEACTABIEHA B IIOPS/I-
ke yosBanust: F508del — 52,21%, CFTRdele 2,3 — 5,94%, E92K —
2,58%, 3849+10KbC>T — 2,18%, 2184insA — 1,69%, 2143delT —
1,67%, N1303K — 1,46%, W1282X — 1,43%, G542X — 1,09%,
L138ins — 1,00%, 394delTT — 0,89%, R334W — 0,86%, 1677del-
TA — 0,77%, S1196X — 0,40%, 3272-16T>A — 0,34%, 2789+5G>
A —0,34%, 3821delT — 0,32%, W1282R — 0,26%, 3944delGT —
0,20%, 712-1G>T — 0,17%, R553X — 0,17%, S466X — 0,17%,
3849G>A — 0,17%, 621+1G>T — 0,17%, R347P — 0,14%,
4015delA — 0,14%, S466X-R1070Q — 0,14%, W1310X — 0,12%,
G85E — 0,12%, 1898+1G>A — 0,12%, CFTRdup6b-10 — 0,12%,
R117H - 0,09%, L1335P — 0,09%, R785X — 0,09%, R1162X —
0,09%, S1159F — 0,09%, S945L — 0,09%, 4428insGA — 0,09%,
1367del5 — 0,09%, S1159P — 0,09%. [IBaK/1bl BCTPEUAIUCH CJIC-
ayomue Mmyranmuu  (dacrora  0,06%): R1066C, 624delT,
3659delC, Q493R, Y84X, 2184delA, 4022insT, 604insA,
1898+1G>C, 1898+2T>C. OgHOKPAaTHO 3a(PUKCHPOBAHEL CJIC-
ayronue myranuu (dacrora 0,03%): 112206R, 1148T, A141D,
R1158X, 2118del4, 1716+1G>A, 324delC, R709X, G551D,
W19G, POSSR, W401X, CFTRdele1-11,L863X, R75X, 4382delA,
3272-11A>G, 2790-2A>G, S549N, CFTRdele2-8, G480D,
1898+3A>G, 5T, 1717-1G>A, 2114delT, 3272-26A>G,
4025delG, L812X, 3457delA, ¢.3532-3535dup, 4005+1G>T,
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175delC, Y569H, G480S, K329X, G461E, D579Y, CFTRdele 8,
Q359K-T360K, E403D, F10781, 4095+1G>T, Y569D, 3321delG,
1725delT, K1468R, 1366delG, 1248+1G>A, K598ins, QI8R,
2043delG, T6041, Q1476X, 1680-1G>C, 1027delG,
4005+1G>A, D1152H, 1525-1G>A.

[lBe MyTaIiuu 6bUTH OMIPE/IC/ICHBI Y 68,3% OT YrCiia GOIbHBIX,
KOTOPBIM NPOBOAMIOCH TEHETHYECKOE UCCIIEIOBAHUE, O HA —
y 24,5%, H1 OJJHOM MyTallMH HE y/1aJI0Ch BBIIBUTD Y 7,2% OOJIb-
HBIX. [IB€ MyTAI[UU BBISIBICHBL Y 62,8% nereit u 81,6% B3poc-
JIBIX, OfAHA —y 29,7% u 11,8%, HU OTHON MyTauuu —y 7,5% u
6,6% neTeit v B3POCBIX COOTBETCTBEHHO.

ITepsrpie 10 110 a/UIEJILHOM YACTOTE MYTALIMNA CpEIU AETEN 1
B3POCJ/IBIX IPEACTABIEHDBI B TA0/. 2. YV gerert u3 10 myranui
uMenuch 2 «markue» (E92K n L138ins) ¢ cyMMapHOA aJlUIeb-
HOW 4aCTOTOU 3,1%, y B3POCABIX — 4 <«MATKHUE» MYTAIlUUA
(3849+10kbC>T, E92K, R334W, L138ins) ¢ cyMMapHO1 4aCcToO-
TOI 11,46%. CyMMapHast AJUIEIbHAS YaCTOTA IEPBLIX 10 MyTa-
1y y gere cocraswiaa 71,07%, cpenu B3pOCnbIX — 72,34%.

ITo crpane fons romos3urot nno F508del cocrasuna 29,2%,
rereposuror — 46,0%, reHorunos 6e3 F508del — 24,8%. Yacro-
T4 TOMO3UIOT, rerepo3uror no F508del u renorunos 6e3
F508del cpeau gerert 1 B3pOCIIbIX MPEACTABIEHA B TA6I. 3, a4 B
3aBUCHUMOCTHU OT 4-JIETHUX BO3PACTHBIX «IIAr'OB>» — HA PHUC. 2.

IIpu OIlEHKE MHUKPOHHOJIOTUYECKOTO IPOMUIT PECIINpPa-
TOPHOT'O TPAKTA BBIABICHO IPOIPAAUECHTHOE CHIKEHUE C BO3-
pacToM MH(MUIUPOBAHUA S. aureus 1 CAMMETPHUYHOE BO3PAC-
TAHHE YACTOTHI BBICEBA I'PAMOTPUILIATEIBHOM (DJIOPHI (PUC. 3).
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Ta6nuua 2. MNepebie 10 No annenbHOW YacToTe MyTauuii cpeam AeTeil u B3pocbix (B nopsiake yobiBaHUS)

Aetn B3pocnbie
MyTauusa % MyTauusa %
F508del 53,75 F508del 48,54
CFTRdele2,3 6,15 CFTRdele2,3 5,44
E92K 2,12 3849+10kbC>T 5,44
W1282X 1,63 E92K 3,69
2184insA 1,63 2143delT 2,23
2143delT 1,43 2184insA 1,85
N1303K 1,30 N1303K 1,85
G542X 1,14 R334W 1,26
L138ins 0,98 L138ins 1,07
1677delTA 0,94 W1282X 0,97
Ta6nuua 3. YactoTa romo3urot u retepo3urot no F508del, a Takke reHoTunos 6e3 F508del cpeau aeteii n B3pocnbix
FeHoTunbl Oetn B3pocnbie p
F508del/F508del, % 31,2 24,5 0,047
F508del/He F508del, % 45,1 48,2 0,238
He F508del/He F508del, % 23,7 27,3 0,106
TaGnuua 4. PacnpepeneHne MMKpodnopsl pecnupaTtopHoOro TpakrTa B 3aBUCMMOCTH OT BO3pacTa
®nopa Aetn B3pocnbie p
S. aureus, % 53,9 49,6 0,099
P. aeruginosa (xpoHuyeckoe nHduumposaHue), % 25,2 51,9 <0,001
P. aeruginosa (WHTEPMUTTUPYIOLLNIA BbICEB), % 16,3 8,9 <0,001
B. cepacia complex, % 4,8 17,5 <0,001
S. maltophilia, % 3,7 3,8 0,867
HMro®, % 11,0 13,0 0,626
HeTyb6epkynesHbiii MukobakTepnos, % 0,5 1,9 0,055

Hau6onpmas 4acToTa UH(pUIIUPOBAHUSA S. aureus — B BO3-
pacrHoi1 rpymme 4-8 JeT, e oHa cocrasuwia 61,9%, P. aerugi-
nosa — B 24—28 sieT ¢ 4acToToM 54,8%, MAKCUMAJIBHOE UH(PU-
nuposanue B. cepacia — B 20—24 ropna, 24,2%, S. maltophilia — B
28-32ro/aa, 10,5%, a HENCEBIOMOHA/IHASI TPAMOTPULIATEIbHAS
¢nopa (HIITOD) gocTuraer cBoero nuka B 16—20 Jer, ee ya-
cToTa cocraswiaa 19,7%.

Yacrora UHPUITUPOBAHUS JIBIXATEIbHBIX IYTEN Pa3INYHOMN
(IOpON NpEACTABIEHA B NOPAAKE YObIBAHUSA: S. aureus —
53,8%, P. aeruginosa (XpoHUYECKOE HUH(MUIMPOBAHUE) —
31,8%, B. cepacia complex — 7,9%, S. maltophilia — 3,9%. B 11,4%
CIy9aE€B ABIXATEIBHBIC ITyTH OOJIBHBIX OBUIN XPOHUYECKU HH-
(PULIPOBAHBI IPYTOH I'PAaMOTPHIIATENBHOM (P1opo. J1oJ1s MH-
TEPMUTTUPYIOMEIO UH(MUIIUPOBAHUSA [bIXATCIbHBIX IIyTCH
P. aeruginosa B obuie rpynme 60JIbHBIX cocTaBuIa 14,8%, a
MaIMEHTOB, MHPUITMPOBAHHBIX HETYOCPKYIE3HBIMU MUKO-
oaxrepusamy, — 0,8%.

B 12611 4 oTpaskeHa ACUMMETPUS PACIPEACICHUS PA3INUY-
HOI (PJIOPBI MEXKY JIETBMHU U B3DOCIBIMU.

Cpegnue nokasarend O®B, u ©®KEJI o rpymmne cCoCTaBruIn
75,2+26,9 u 84,5%24,5%10I0K. COOTBETCTBEHHO. Ha puc. 4 ripo-
J€MOHCTPUPOBAHO U3MEHEHME CTPYKTYPbl OPB, B 3aBUCUMO-
CTH OT Bo3pacTta 60bpHbIX. [Tokazatenn OPB, u ©IKEJ y nereit
cocTaBuau 83,2423.9 u 89,6122 8% 00K, COOTBETCTBEHHO,
4TO JOCTOBEPHO BhilE (H<0,001), yeM cpeu B3POC/IBIX, Y KO-
TOPBIX AHAJOTUYHBIC [MOKA3ATEIN COCTaBwIn 62,2+26,5 u
77,2424, 5%10IK. COOTBETCTBEHHO.

ITokazaTenyu HyTPUTHUBHOI'O CTATYCA CPEJH ICTEH COCTABHU-
s Mesinana (IQR) neprieHTIst Macceel Tena — 32,4 (53,6), po-
cra — 30,9 (54,7), UMT — 31,5 (55,8). IlokazaTenn HyTpUTUB-
HOTO CTAaTyCa CPEAU B3POCBIX cocTaBuan: mearana (IQR)
maccel Tena — 54,0 (13,0) kr, pocta — 170,0 (13,0) cm, UMT —
18,8 (3,7) kr/m%

Ha puc. 5 oTpaskeHa 4aCcTOTa Pa3BUTHS CAXAPHOIo Auabera
C EXEJHEBHBIM IIPMMEHEHHEM HHCYJIMHA, ITHEBMOTOPAKCA
(C ApEHNPOBAHNEM I'PYJHON KIETKN ), KDOBOXAPKAHbS, OCTEO-
[IOPO32a U IPUMEHEHUS KUCJIOPOAOTEPAIIUU B 3aBUCUMOCTH OT
BO3pPAaCTa OOIBHBIX.

Ha puc. 6 IpeACTaBIeHO U3MEHEHNE CTPYKTYPHI IOPAYKCHIST

IIEYEHU B 3aBUCHMOCTH OT BO3PACTa OOIbHBIX. CPEIN NAIUEH-
Puc. 2. PacnpepeneHne romo3uroT, retepo3urot no F508del TOB CTapiIe 32 ner [UPPO3 TICUCHH HE BCTPEUATICS
n reHotunos 6e3 F508del B 3aBMCMMOCTM OT BO3pacTa GosbHbIX. :
%
100 Puc. 3. UameHeHne Mukpobuonoruyeckoro npoduns pecnupa-
20 | TOPHOroO TPaKTa C yBeNIM4eHNneM Bo3pacTa naumeHToB.
80 70—
70 60 T ——
60 . SN
X 50 —
50 <
40 * He F508del/He 508del 5 40 /
30 # F508del e F508del 5 30 —S. aureus
© o .
™ F508del/F508del T 20 P. aeruginosa
20 ~B. cepacia
10 10 w— S. maltophilia
0 HMroo®
4-8 812 12716 16-20 20-24 24-28 28-32 >32 0-4  4-8 8-12 12-16 16-20 20-24 24-28 28-32 >32
Bospacr, net BoapacT, net
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CpaBHUTENBbHBIA AHAJIN3 YACTOTBI OCJIOXKHECHUU MEXAY
JIETBMH 1 B3POCJIBIMU NPEJCTABIEH B TA0JI. 5, 2 06bEMA ME/IH-
KaMEHTO3HOM M HEME/IMKAMEHTO3HOI TEePAIK — B Ta6JL. 6.

O6GcyxpeHue

Bniepsrie B Hamen cTpane NpeACTaBICHA OAHOTUITHASA NH-
dopmanysa 0 IpUOIU3UTENLHO 2 THIC. 60JIbHBIX MB (perucTpel
2011 1 2012 rr. copepxanu MHPOPMAIUIO O IIOYTHU B 2 pas3a
MEHBIIEM YHCJIE NAUEHTOB: 1026 1 1309 nanueHToB COOT-
BETCTBEHHO). BIEpBbIE€ B PErUCTPE OTPAKEHDBI JAHHBIE O YUCIIE
OOJIBHBIX, IIPEBBIIIAIONIEM 60siee 1/2 pacCueTHOI'O YMCIIA NAIU-
eHToB B Poccun. TakuM 06pa3oM, Ha HACTOSIIINKY MOMEHT pe-
ructp 2013 r. — Hanbosee MaCIITA6HBIN CPEA OITyOINKOBAH-
HBIX POCCUHCKHUX PETUCTPOB 60IbHBIX MB, uTO Kacaercs He
TOJIBKO YUCJIA OONBbHBIX, HO U 6OJIBIIIEN KAYEeCTBEHHOMW HACHI-
IEHHOCTU OKA3aTeJIeN (110 CPABHEHHIO C IPEABIIYIUMHA Pe-
TUCTPAMU OTPAKEHBI HEKOTOPBIE HOBBIC JAHHBIC).

Jpyroit 0CO6EHHOCTBIO HACTOALIETO €KETOAHOIO OTYETA IO
CPaBHEHUIO C IIPONUIBIMHU I'O/IAMU SBJISICTCS OTHOCUTEIBHO
6OJIBIIAS AOJISI B3POC/IBIX MALUEHTOB (28,61%). DTO, BO-IIEDP-
BBIX, 3dKOHOMEPHO O6YCIOBJICHO IIOCTEIIEHHBIM YBEJIMUCHUEM
qucia 60IbHBIX cTapiie 18 1eT, BO-BTOPbIX, OCOOEHHOCTIAMU
OPraHU3aIUN PAOOTHI PETUCTPA: CPEAU 229 NAIIUEHTOB, KOTO-
pBIC HE BJIWJIUCH B CTPYKTYPY OJIHOCTBIO 3aII0JTHEHHBIX pe-
THOHOB, 113 — B3pociible OOJIbHBIE, OOJIBIIMHCTBO U3 HUX Ha-
o6mopatorcst B HUM nynbmononoruu (Mocksa).

HeopnoposaHast paciipoCcTpaHEHHOCTb MB B pa3HBIX pEruo-
HaX COXPAHACTCS U 110 JaHHBIM HACTOSIEIO perucrpa. Bepo-
SITHBIC IPUYMHBIL IAHHOI'O O6CTOATEIbCTBA OOCYKAAIUCD Ha-
MM paHEeE: TEHETHYECKAsd HEOJHOPOJHOCTb HACETIEHMsA U, CO-
OTBETCTBEHHO, HEPABHOMEPHASI KOHLIEHTPALIUs MyTaliuii MB
B PA3HBIX 3THUYCCKUX I'PYIIAX, 4 TAKKE HAJTU4YUE LIEHTPOB MB
B PETMOHE, HAKOIUIEHHBIM B HUX OIBIT JUArHOCTUKU U TEPa-
MY, AJEKBATHOE JIEKAPCTBEHHOE OOECIIEYEHHE HA YPOBHE
cyobekra PO [12]. PaboTa 1ieHTpa MB, Kak 1 BO3MOKHOCTb J10-
CTYIIHOI'O MEJUKAMCHTO3HOI'O JICYCHUS, MOXKET ONPELICIATh
PAa3HYIO BBIABISAECMOCTDb 3400JI€BAHUSA U BBDKMBAEMOCTb Ha
YPOBHE KOHKPETHOI'O PETUOHA.

OJIHUM U3 UH/IUKATOPOB BBDKMBAEMOCTH MOKHO PACCMAT-
PUBATBH JOJIIO B3POC/IBIX CPEAIU OBILETO YHUC/IA NALIUEHTOB. DTO,
pasymeeTcs, 06yCI0BIEHO TPO(PECCUOHAIBHON pabOTOI /IeT-
CKHX LIEHTPOB MB, a Taxke IpeeMCTBEHHOCTBIO CO CTOPOHBI
TEPANIEBTUYECKON CIyKObl. HEOOXOIMMO OTMETUTB, YTO B TEX
PEruoHax, I/ic Hapsay C JETCKUMU LIEHTPAMU CYIIECTBYIOT U
B3POCIIBIE LEHTPBI MB U1, COOTBETCTBEHHO, IPOAOJIKAET OCY-
LIECTBATBCSA MOCIEA0BATENBHOE BEICHUE OOIbHBIX CTAPIIE
18 ner, 1o B3POCIBIX NAIMEHTOB OTHOCUTEIBHO BBICOKA.
DTO OGYCIIOBJIEHO YBEIMUEHHUEM IIPOJAOJDKUTEIBHOCTU KU3HU
OOJIbHBIX, IICPEMIECIINX U3 TICJUATPUUECCKON CETH, 4 TAKKE
YBETMYEHHUEM YUCIIEHHOCTH OOJIbHBIX 34 CUET BbIABIEHUSA MB
Y B3pOCJIbIX. IMEHHO B3pOC/IbIi IeHTP MB Ha ypoBHE pernoHa
OCYIIECTBJISICT U IOJDKEH OCYLIECTBIIATD JUATHOCTUKY CPEIU
I'PYIII PUCKA, 1O AHAJIOTUH C TAKMMHU K€ 321a9aMU JJETCKOTI'O
LIEHTPA.

JInarsocTuka MB BO B3pOC/IOM BO3PACTE 3a9ACTYIO OTOXK-
JIECTBIIICTCS C HUIMYUEM «MATKUX» MyTalu. Takue MyTaruu,
npuHaexamue K IV u V xiaccaMm, IpeanonararoT Haau4amue
OCTATOYHOU (PYHKLIMH XJIOPDHOTI'O KAHAJIA U IPUBOJAT K MEHb-
UM HAPYIIEHUAM, YeM «TspKennie» (I-111 kiiaccer), uyro (op-
MHPYET HEKOTOPBIE OCOOCHHOCTH «MAT'KUX» IT€HOTUIIOB: OT-
CYTCTBHE WIH IIO3JHEE PA3BUTHE MAHKPEATUICCKOU HEOCTA-
TOYHOCTH, KpaHfHE PEJKOE PA3BUTUE OCJIIOKHEHHUH CO CTOPO-
HbI OPI'AHOB IUIIEBAPEHUS 1, B OOJBIINHCTBE CIYy4a€B, 60Iee
MO3JHUI /1€6IOT PECTMPATOPHON CUMITOMATUKHU [13]. DT
(PaKTBI ONIPEAENAIOT IIO3AHION, 4 HEPEJIKO — OYEHb IIO3JHIOIO
JIMATHOCTHKY Y OOJBHBIX C «MATKMM» F€HOTUIIOM. O6Cyx/1ae-
Masl HAMHM PaHEE 3aKOHOMEPHOCTh OTHOCHUTE/IBHO BBICOKON
YACTOTBL «MATKUX» MyTalUH CPEJHU POCCUMCKUX NMAIIUECHTOB
OATBEPKAAETCS U B peructpe 2013 r.: o611as ajiepHas ya-
CTOTA TAKUX MYTaITUH cocTaBwia 8,25% [12].
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Puc. 4. lmctorpamma pacnpegenenus OPB, cpeau peteit

" B3POCHbIX.
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Puc. 5. UsmeHeHune 4acTOTbl OCNIOXHEHUA 3aboneBaHns

C yBe/NiM4eHMem Bo3pacTa nauueHToB. Yactora pa3ssutusa ABJI1A,
caxapHoro gua6eTta c eXxxefHeBHbIM NPMMEHEHNEM UHCY/INHA,
NHeBMOTOpaKkca (C ApeHnpoBaHUEM rPyAHON KNeTKu),
KpPOBOXapKaHbsi, 0OCTEONOpo3a U NPUMEHEeHUs Kucnopoaorepa-
nUU B 3aBUCUMOCTM OT BO3pacTa 6ONbHbIX.
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Ta6nuua 5. YacTtoTa pa3nuyHbiX ocnoXxHeHuii MB B 3aBUCMMOCTM OT BO3pacTa 60JIbHbIX

OcnoxHeHue Bce Aetn B3pocnbie p
ABNA, % 1,5 1,2 2,1 0,093
CaxapHblii AnabeT ¢ exeqHEBHbIM MPUEMOM UHCYNIMHA, % 3,7 1,8 8,3 <0,001
MHeBMOTOpPAaKC, NOTpe6oBaBLUNIA APEHMPOBAHNS FPYAHOM KNeTku, % 0,6 0,2 1,7 <0,001
Linppo3 neyeHun ¢ nopTanbHOM runepTeH3nen/runepcnieHn3mom, % 3,6 3,3 4,4 0,257
Linppo3 neyeHn 6e3 nopTanbHOl rmnepTeH3nn/runepcnnennama, % 4,3 4,2 4,6 0,704
Linppo3 nevyenun, AaHHbIX O NOPTaNbHON rMNepTEH3UN HET, % 0,2 0,2 0,2 0,830
MopaxeHune neveHn 6e3 umpposa, % 22,4 22,5 22,0 0,826
Jlero4Hoe KpoBoTeuyeHue, % 1,8 0,4 52 <0,001
OcTeonopos (HM3kas KocTHas macca), % 11,8 4,2 26,8 <0,001
Monnnos BepxHux AbIXxaTenbHbIx nyTen, % 17,3 16,0 23,1 0,005
OneKkTPoNnTHbIE paccTpoiicTea, % 4,8 6,6 0,4 <0,001
Hanuyne oHkonoruyeckoro sabonesaHuns, % 0,3 0,2 0,6 0,116
OneKTponuTHbIE paccTporcTea, % 4,5 5,3 0,3 <0,001
Amunonaos, % 0,2 0 0,6 0,038

Ta6nuua 6. 06beM MeANKaMeHTO3HO U HeMeAKaMeHTO3HoW Tepanuu MB B 3aBUCMMOCTHU OT BO3pacTa 60NbHbIX

Tepanus Bce Aetn B3pocnblie p
MMnepToHNYeCKNin pacTBOp HaTpUs xopuaa, % 37,1 41,6 25,7 <0,001
AHTUOVOTUKN MHTanAUMOHHBIE, Y% 40,7 35,5 46,5 0,001
AHTUOMOTVKIN BHYTPUBEHHBIE, % 66,0 62,1 76,2 <0,001
AHTNOMOTUKN NepopanbHble, % 76,8 71,6 90,2 <0,001
BpoHxoamnatatopsl, % 65,9 60,9 78,8 <0,001
[TI0KOKOPTMKOCTEPOVABI MHFANSALUMOHHbIE, % 23,5 14,6 46,2 <0,001
[MIOKOKOPTUKOCTEPOUALI CUCTEMHBIE, % 6,3 5,9 7,3 0,239
JopHasa anbda, % 93,3 94,9 89,2 <0,001
A3nTpoMULUMH, % 35,1 32,3 42,3 <0,001
Ypcopnesokcuxonesas kucnora, % 92,5 95,4 84,9 <0,001
MaHkpeaTnyeckne pepmeHTbl, % 93,0 97,2 84,5 <0,001
KupopacTBopuMble BUTAMUHBI, % 89,2 92,7 80,2 <0,001
KnHeautepanus, % 76,3 83,1 58,7 <0,001
Kucnopopotepanus, % 54 2,1 13,9 <0,001

CHIDKEHUEM YACTOTHI CPEIU NTALMEHTOB CTAPIICH BO3PACTHOMU
T'DYIIIBL

[eneTrnyaeckoe NCaIeIOBAHNE HE ITPOBOJWIOCH KAKIOMY 10-My
OOJIBHOMY B PETUCTPE, HECMOTPSI HA OUYEBUJIHYIO HEOOXO/11-
MOCTb B BEpU(PUKAITUY IF€HCTUYECKOI'O AUATHO3a B HACTYIIAI0-
IIYIO 3MOXY MMATOI'€HETUYECKOM Tepanuu MB. DTO 4acTU4YHO
OOBACHHUMO TEM, YTO 3HAYUTENBHYIO JOIIO B PETUCTPE COCTAB-
JISIIOT JIETU NIEPBOTO I'0/1 >KM3HU, KOTOPBIM €IIIE€ HE YCIIENU CIIe-
JIATh F€HETUYECKOE UCCIICJOBAHUE. YIUTBIBAS, UTO B OOJIBIINH-
CTBE peruoHOB JJHK-IMarnocTuka apiaseTcs INIaTHOU, TOCTYII-
HOCTb €€ MOXET OBbITb CHU)KEHA 10 COLMAJIbHBIM IPUYHUHAM.
BBIABIIEMOCTD MYyTAIIUI CPE/IU B3POC/IBIX BBIIIIE, YEM Y JIETEH,
outy Ha 10%, 9TO MOKHO OO'BSICHUTD HIMPOKUM IPHUMECHEHU-
€M B [IOCJIEJHUE T'O/bl B IBYX OCHOBHBIX LIEHTPax MB B3poc-
JbIX B Mockse u CaHKT-IleTepbypre CEKBEHUPYIOMNUX METO-
JIUK, 3HAYUTEIBHO YIYUIIAIONNX ONPENEIEHUE MyTALIUI.

B MUKPOO6HOTIOTUYECKOM NPOMIUIE PECIIUPATOPHOI'O TPAK-
T4 OTMEUYEHO YBEJIMYCHHUE C BO3PACTOM HMHQPULIMPOBAHUA
rpaMoOTpULIATENBHON (hr1opot. Ob6palaeT Ha ce6s1 BHUMAaHHE
3HAYUTENBHBIN POCT JJOJIU B. cepacia Cpeun B3POC/IbIX OOJIb-
HBIX C SNUAEMUYECKUM IIMKOM CPEJU NAIUEHTOB B BO3PACTE
20-24 nert. Hacrosmiee 06CTOATENbCTBO HE MOKET HE 6€CIIO-
KOMTD M3-32 YPE3BBIYANHO HEIATUBHOI'O BJIMAHNA HH(PULIUPO-
BaHUA B. cepacia Ha BBLKUBAEMOCTDb 60/IbHBIX. KpOMeE BBICOKOM
oNu B. cepacia, B 001EM, B3POC/IBIN BO3PACT — TOT HEPUO]L
JKU3HU 60JIbHOTO MB, KOTOPBIN B 3HAYUTEIbHON CTENICHU AC-
COLIMMPOBAH C IPAMOTPHUIATEIBHON NH(EKITUEN JIBIXATEIb-
HBIX IIyTEN. KpOME «KJ1aCCUYECKOTO» TPAMOTPULIATEIIBHOTO
MHKpOOpranusma P. aeruginosa Bce 60JIbIIYIO POIb UTPACT
HIITO®, cpeau KOTOpOU goMuHuUpyeT Achromobacter sp.
Heo6x0auMOo OTMETUTD CIIEAYIOMHE OOCTOATENbCTBA: CTPEMU-
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TEJIbHBIA POCT MH(PUIIUPOBAHUS P. aeruginosa u Apyrom rpam-
OTPULIATENBHOM (hy1opott ¢ 4 1o 16 e, npuBosmuit K 50%
UHQUIMPOBAHUIO I'PAMOTPUIIATENBHON (PIIOPOH K PyOEXKY B
18 ner, a TaKKe JOMUHUPOBAHNUE MUKCT-MH(MUIIUPOBAHUSA BO
B3POCJIOM BO3PACTE — HAPSJY C BBICOKOH JI0JIEN I'PAMOTPHUILIA-
TEJIbHONH HH(PEKINU COXPAHACTCA BBICOKUU IPOLIEHT UH(PH-
LIUPOBAHUA S. AuUreus.

Pesynsrarel OLIEHKH PECHMPATOPHON (DYHKIUHM IIPOAEMOH-
CTPUPOBAIH CYIIECTBEHHYIO JIOJII0 OOCTPYKTUBHBIX U3MEHE-
HUI U HAPACTAHUE ITUX U3MEHEHUMN C B3POCIEHUEM 6O0JIb-
HBIX, JOKA32TEIbCTBOM YET0 ABJIAIOTCA JOCTOBEPHO MEHbBIIINUE
nokaszarenn OPB; u ®IKEJI cpeir B3pOC/IBIX IO CPABHEHMUIO C
JIETBMM.

BospacTHbIE 3aKOHOMEPHOCTH CYLIECTBYIOT U JJIs1 OOJIb-
IIMHCTBA OCJIOKHEHUHM MB: He3HAYNTEIbHA 1O OOJIBIITNH-
CTBA OCJIOKHEHUM CPeAu JETEN 1 MOBBINIEHUE YACTOTHI B HE-
CKOJIBKO Pa3 CPeU B3POC/IbIX. P/ M3 HUX TECHO CBA3aH C I'e-
HeTUKOU MB, Kak, HapuMep, CaXapHbI JUa6€T, yBEIUYHU-
BAIOIIAACH C BO3PACTOM 4aCTOTA KOTOPOIO MNPEACTABIAET
OOJIBIIYIO KIMHHUYECKYIO IIPOOJIEMY, 2 CAMO €I'0 Pa3BUTUE
OIIPEJEISCTCS «TSDKEIBIM» T€HOTUIIOM. ITPAKTUYECKH TOIBKO
Y «TSDKEJIBIX» TEHOTUIIOB BCTPEYAETCA M IMPPO3 IeyeHu. He-
CMOTPSI HAd OTCYTCTBHE JOCTOBEPHBIX PA3/IUYUI B 4ACTOTE
LUPPO3a NEYEHU CPENU JIETENH U B3POCJIBIX, HHTEPECHBIM
(PaKTOM SABJIAETCS OTCYTCTBHE ITOTO OCIOKHEHUS CPEU 11a-
LIMEHTOB CTapiie 32 jieT. BeposaTHbIE IPUYUHBI 3TOTO 06CTOS-
TEJIbCTBA, BO-NIEPBBIX, B TOM, YTO B CTAPHICH BO3PACTHOU
I'pYyIIE JOMUHUPYIOT «MATKHUE» T€HOTUIIBL, IPOTEKTUBHBIE B
OTHOIIEHUU IIUPPO3a IIEYEHH, BO-BTOPHIX, 60IbHBIE C MB,
OCJIOKHEHHBIM [TUPPO30OM IIEUYECHU, BO3MOXKHO, UMEIOT 60J1e€
HHU3KYIO BBDKMBAE€MOCTDb. CreHM(PHUYECKHM OCIOKHEHUEM
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JIETCKOT'O BO3PACTA ABJISAIOTCA JIEKTPOJIMTHBIE PACCTPONCTBA
(mceBgOCHMHAPOM bapTrrepa), KOTOPBIE Y B3POCIBIX BCTPE-
YaI0TCS KPAMHE PEAKO. BONBIIMHCTBO XK€ OCIOXHEHUN MB
SIBJISIETCSL CJIECTBUEM XPOHUUYECKOTO MPOI'PECCUPYIOLIETO
TEYECHUA 3400JICBAHUSA U PA3BUBAECTCS BCIEACTBHUE KAK Jle-
CTPYKTUBHBIX IIPOLIECCOB B JIEFTOYHOM TKAHU (ITHEBMOTOPAKC
U JIETOYHOE KPOBOTEYEHMUE), TAK U JJIUTEJIBHO TEKYIIETO CHU-
CTEMHOTI'O BOCHAIEHUS (OCTEOIIOPO3, AMUIONU/IO3).

Bornee TsaxKenoe CHIKEHNE PECIUPATOPHON (PYHKITUH, BbI-
COKas JOJIS1 TPAMOTPULIATEIbHOU HH(PEKLIUMH PECITMPATOPHO-
I'O TPAKTa M OOJIBbIIAS 4ACTOTA OCIOKHEHNH CPEIU MAIIUEH-
TOB crapiie 18 JjieT onpeenin 3Ha4UTENbHbIE OTINYN
MEXY IETbMU U B3POCJIBIMU B OObEME IPOBOJUMON TEPaA-
NUU. BONBIIMHCTBO NPENMAPATOB, CBA3AHHBIX C TE€PANUEU
XPOHUYECKOTO HPOHXOJIETOYHOI'O NIPOIIECCA, JOCTOBEPHO
4allle HA3HA4aI0TC y B3POCIBIX, YTO HEOOXOAUMO /I CTA0U-
JIM3ALUH HENIPEPBIBHO IIPOI'PECCUPYIOMETO THOMHOTO BOC-
MAJIEHUS B PECHMPATOPHOM TpPAKTE y OOJBHBIX CTApIIE
18 ner. C gpyro¥i CTOPOHBI, MEHBIIAS YACTOTA IPUMEHEHUS
MNAHKPEATUUECKUX (PEPMEHTOB CPEJU B3POCIIBIX, OE3YCIOB-
HO, CBsA3aHA C 60J1€€ BBICOKOIM PACIIPOCTPAHEHHOCTBIO CPELU
060JIbHBIX 18 JIET IPEUMYIIECTBEHHO JIETOYHON (POPMBI 3260-
JIEBAHMUS, BCJIE[CTBUE OOJIBIIETO YHUC/IA «MIATKMX» T€HOTHUIIOB.
DTUM K€ MOXHO U OOBSICHUTD U MEHBIIICC HA3HAUCHUE YPCO-
JIE30KCUXOIEBOM KUCIOTh. CHM)KEHUE YaCTOThI IPUMEHE-
HHA KUHE3UTEPANIMU B3POCIBIMU IO CPABHEHUIO C JETbMH,
BEPOSITHO, CBSI3AHO C OTCYTCTBHUEM JIOCTATOYHOI'O BPEMEHU
Ha 3TOT BUJL JICYEHUS C YIETOM B3POCJIOrO 06pa3a KU3HH, OT-
CYTCTBUEM KOHTPOJISI POAUTENIEH U BO3MOXKHOCTBIO CAMO-
CTOATENBHO IPUHUMATD PEMIEHNA OTHOCUTEIBHO TEPATIUH.
Bo3MoxHO, 60JbIIAsI CAMOCTOSITEIBHOCTD OIPEE/ISIET U
4yThb MEHBIIUNU OOBEM TEPANUU JOPHA30HN anbda cpeau
B3POCJIbIX.

3aknovyeHne

B Poccuu exerogHo rmyOnmKyeTcs perucTp 601bHbIX MB. Pe-
THUCTP MO3BOJIAET OLIEHUTh OCHOBHBIE IEMOIPa(pUUECKUE, T'e-
HETHYECKHUE, (PYHKIIMOHAIbHBIE, MUKPOOMOJOIHYECKUE U
KIMHUYECKUE XAPAKTEPUCTUKHN OOJbHBIX MB, CpaBHUTH UX
MEIKIy PETHOHAMU U C MEX/YHAPOJHBIMU ITOKA3ATCIISIMU.

HacroAamuid perucTp ABIAETCA CAMBIM MaCIITAOHBIM, OO'b-
€IMHAIONAM AaHHbIE 1968 601bHBIX MB.

Ha OCHOBAaHUM JAHHBIX PETUCTPA MOXKHO y6EIUTEIBHO
CKa3aThb, YTO MB BO B3pOC/IOM BO3PACTE OTINYAETCS OT TAKO-
ro y AeTei 60/bIIeH BCTPEUYAEMOCTBIO «MATKUX> MyTALIUH,
3HAYUTENIBHBIM CHIKEHHEM PECHHUPATOPHOM (PYyHKIINH,

CBEJIEHMS1 OB ABTOPAX
K P A

60IBIIIEHT YACTOTOM JICTOYHBIX M BHEJICTOYHBIX OCJIOKHCHUI,
4 TAKKE HEOOXO/IMMOCTBIO B 60JIBIIEM OOBEME TPOBOIMMON
TEPAIHU.
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