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DL - nuddy3noHHON CITOCOOHOCTH JIETKUX
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BBenenue.

MyxkoBuciugo3z (MB) — 3Tto mynbTucucTeMHOE 3a00J€BaHKE, MOPAXKAIOIIEEe
JbIXaTENbHBIE IYTH, >XEIYJOYHO-KUIIECYHBIA TPAKT, NEYEHb, MOKEIYJOUHYIO
JKeJe3y, CIIOHHBIE, MOTOBBIE JKEJIE3bl, PENPOAYKTUBHYIO cuctemy. I[lpu sTom
MATOJIOTHUSl JBIXATEJIbHBIX IYTEW SBISIETCS TJIABHOM NPUYUHOM OCJIOXHEHUH U
netanbHOCTH (Oonee ueM B 90% citydaeB).

[TopasxkeHne OpPOHXOJETOYHOW CHUCTEMBI BCJICACTBUE HAKOIUJICHUS BS3KOTO
MH()UIIMPOBAHHOTO CEKPETa, BBI3BIBAIOMIETO OOCTPYKIIMIO UM  BBIPAKEHHYIO
BOCMAJIMTENIbHYIO PEAKLHIO, BEIET K TMOBPEXKACHUIO bIXaTEIbHBIX MyTEH U
HEYKJIOHHOMY YXYIIIEHUIO (YHKIIUU JIETKUX M, B HMTOre K JbIXaTEeJIbHOM
HEJIOCTATOYHOCTU. PenuauBupylomyue pecnuparopHbie 3MU30bl  (OpOHXUTHI,
THEBMOHHMH, OpPOHXMOJUTHI), Kak TMPaBWJIO, 3aKaHYMBAIOTCSA (HOPMUPOBAHUEM
«IOPOYHOTO KPyTay, BKIIOYAIOIIETO YBEIUYEHUE BI3KOCTH MOKPOTHI, OOCTPYKITUIO
JIBIXaTebHBIX MyTeH, HHOEKIUIO U YacThle BOCTIAJICHHUSI.



I'eneruxka u nmarorenes MB.

MyxkoBuciugo3z (MB) — yacTtoe MoHoreHHoe 3a0oseBaHue, OOYCIOBJICHHOE
MMaTOT€HHbIMU T€HETUYECKUMH BapUaHTaAMH HYKJICOTHUJIHOW MOCIEA0BATEIbHOCTHU
reHa CFTR (ABCC7). I'en CFTR coaepxxut 27 3K30HOB U PacIoyiO’)KE€H B PETHOHE
31.1 pnunHoro mueva 7-i xpomocomsl (7q31.1). OH KOHTpOAUPYET CTPYKTYpPY U
¢yHnkuuio 6enka, HazBaHHOro MBTP - TtpancmemOpanusiii perynstop MB. Ha
CETOJIHSIIIHUM JIeHb BbIJEIeHO oKojo 2 000 myTtaruii reHa - TpaHCMEMOPaHHOTO
peryastTopa npoBoAUMOCTH MyKoBHCIA03a (MBTP), 0OTBETCTBEHHBIX 3a pa3BUTHE
cumnromoB MB.

MBTP - Genok, oOecrieunBaroOIUi TPAHCIIOPT MOHA XJIOpa Yepe3 anuKaJIbHYIO
4acTh MEMOpaHbl AMUTETUATBLHON KJIETKU. 3a7iep’KKa aHHMOHOB XJIOpa B KIIETKE,
yCWIMBaeTcs aOcopOuusi KaTHOHOB HATPUS W BOJBI, «BBICYIIMBAs CIIU3b,
OPOAYLIMPYEMYIO 3K30KPUHHBIMHU JKEJl€3aMHU. YBEIMYEHUE BSI3KOCTH 3KCKpeTa
NPUBOJUT K 3aKyNMOPUBAHUIO TPOTOKOB JK3OKPUHHBIX JKEJIE€3, HAKOIUJICHUIO
IKCKpeTa U o0pa3oBaHHUIO KHCT. Pa3BuBaeTCs KapTWHAa CUCTEMHOW NUCHYHKIIMHU
AK30KpUHHBIX kene3. [lopakatoTcst opraHbl, B SMUTEIUAIBHBIX KIETKAaX KOTOPBIX
HapylieHa QyHKIMS XJIOPUAHBIX KaHaIoB. K HUM OTHOCSTCS: BEpXHHUE W HIDKHUE
JbIXaTebHbIE IMYTH, TOTOBBIBOJSIINE MPOTOKH, BBIBOJHBIE MPOTOKHU CITFOHHBIX
Kene3, TOJKEIyJAOYHOM  JKENIe3bl, IKETUYEBBIBOASIIME MYTH, KHILIECYHUK,
CEMSIBBIHOCSIINE MPOTOKU. M3-3a OMOKaIbl XJIOPHUIHBIX KAHAJIOB HE MPOUCXOIUT
peabcopOIMs MOHOB XJIOpA U HATPHUS B MOTOBBIBOJASIIUX MPOTOKAX, YTO MPUBOJIUT
K 3HAYUTEIbHOMY MOBBIIICHUIO KOHIIEHTPALUU 3TUX MOHOB B 1 MJI moTa.

OnpenensroliuM B KIMHAYECKOM  KapTUHE MYKOBUCUUI03a  SBISETCSA
XpOHUYECKUH OPOHXOJETOYHON MPOIIeCcC, KOTOPBIM HEPEAKO MPOTEKAET C pa3sHOM
CTENIEHbI0O OOCTPYKIIMU JABIXaTENbHBIX TyTe. M3MeHeHuss Cco CTOPOHBI
OpOHXOJIETOYHOU CUCTEMBI BBISIBIISIIOTCS YK€ MPU POKIACHUH WU B TIEPBBIC HEJEIH
KU3HHU peOeHKa B BHJIE TUTIEPTPO(UH MOICTUZUCTHIX JKelie3, OOCTPYKIIUU TPOTOKOB
U THUINEpIUIa3uyd OOKAJOBHIIHBIX KJIETOK Tpaxew W KpymHbIX OponxoB. K apyrum
pPaHHUM TPOSIBICHHUSIM OTHOCUTCS OCTpasi W XPOHUYECKas MEepUOPOHXHUOISIpHAsS
UHOUIBTpAIMS BOCHAIUTEIBHBIMU  KJIETKaMU. Pe3yiapTaToM OSTUX paHHUX
M3MEHEHHI SIBIseTCs 00Typarus nepudepruyecKux IbIXaTeIbHBIX MyTeil. Bsaskuii
OpOHXHMANIbHBIN CEKpEeT, TMOACTABISAIONIUNA €000 OYeHb KOHIICHTPUPOBAHHBIN
MEePEHACHIIIEHHBI PACTBOP, €IIe OOJBIINE TOPMO3UT JABMKCHHS MATOJOTHUUYECKH
M3MECHEHHBIX PECHUYEK OJNUTENus OpOHXOB, a KOMIIOHEHTHI CEKpeTa JIETKO
BBIIIAJIAIOT B OCAaAOK. B pe3ynpraTe HaApyWIaeTCd MEXaHW3M CaMOOYHUILCHUS
OpOHXOB. ITO CIOCOOCTBYET POCTY MATOICHHOM (hJIOPHI M Pa3BUTHIO BOCTIAIICHMS,
OpOHXHMOIUTOB ¥ OPOHXUTOB. B TedeHne mepBoro rojaa >KU3HU WIH MO3IHEE, YACTO
rocje BUpyCHOM HH(MEKINHU, CHUKAIOIIEH 3 PEeKTUBHOCTH TOKATBHBIX MEXaHU3MOB
MPOTUBOMUKPOOHOM 3allUThl, B HI)KHUE OTAEIbl PECHUPATOPHOIO TpPaKTa
MpPOHUKAET OOJbIIOE  KOJIMYECTBO  pPa3lUYHBIX  IMATOTEHHBIX  MHUKPOOOB.

VY 00JIbHBIX MYKOBUCLHJIO30M CIU3b (B TOM YHCIIE€ U CJIU3b PECHUPATOPHOIO
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TPaKTa) CYLIECTBEHHO MEHSET CBOM (PU3NYECKHE U XUMHUYECKUE XAPAKTEPUCTUKH.
Bsa3kuil cekpeT IbIXaTENbHBIX IIYT€W COAEPKUT IIOBBILIEHHOE KOJIMYECTBO
MyiuHoB, JIHK 1 Genka, 4To BhI3bIBAET 3aKyNOPKY OPOHXOB M HapyIIaeT MPOIECC
CaMOOYUIIICHHUS JIETKUX.

Bcenenctue pocta 6akrepuil B rycToi ciiu3u (MOKPOTE), KOTOpast YaCTUYHO WUITU
MOJIHOCTBIO OJIOKMpYyeT OpOHXH, pa3BuBaercid HHeKuus W BocnaieHue. Jlns
00pbrOBI ¢ MH(pEKIMEH UMMYHHAs CUCTEMa IMOChUIaeT B Jierkue HelTpoduisl. Co
BpeMeHeM HeuTpoduibl TMOHYT. B pesynbrate ux rubenu BBICBOOOKIAIOTCS
(depMeHTBl, TakuMe Kak 5JlacTa3a, KOTOpble pa3pyllaloT Jerkue. Takxke
BeicBOOOknaerca U JIHK, kotopas nenaet ciusb enie 6osee rycroil. Takas Bsizkas
ciu3b eie Oosbllle 3aKylnopuBaeT OpOHXH, UYTO, B CBOIO OYepelb, NMPUBOIUT K
XpPOHUYECKON WHGEKIMH ¥ BOCHAJICHHIO. DTOT MPOLIECC HA3BIBAIOT MOPOYHBIM
kpyrom MB: 3akynopka OpoHxoB (0OcTpykuusi) — HH(EKIHs — BOCHaJEHUE.
[lopouHblii Kpyr HauMHAaeTCsI B MEJIKHX OpOHXaX, PacHoOJIOKEHHBIX TIIyOOKO B
TKaHSX JIETKUX, HHOTJA 0€3 BUIAMMBIX CUMIITOMOM OOJE€3HU. 3aTEM BOBJIIEKAIOTCS
Oosee KpyrHble OpOHXH, Y OOJIBHBIX MOABIISIOTCS OTYETIMBBIE CUMIITOMBI OOJIE3HH.

MukpoOuoJI0rus ¥ 3MUIEMHOJI0THs XPOHUYECKON pecnnMpaTopHoi HHpekuuun
NpH MYKOBHCLHMI03€.

XpoHunueckass MHGEKIHsT HIKHUX JbIXaTEIbHBIX IMyTeH SBISETCS BEIYIIUM
(akTOpOM, OINpPEACNAIONINM TSKECTh KIMHUYECKOro TeueHus u nporuo3 MB. Ilpu
U3YYCHUH MHKPOMIOPHl HIWKHHUX IbIXaTEIbHBIX MYyTEW pPa3iMYHBIX BO3PACTHBIX
rpynn aetei, 6onbHbIX MB, nccneaoBarensiMu pa3IndHbIX CTPaH YCTAaHOBIIEHO, YTO
OCHOBHBIMHU BO30yAUTENIMU WHGEKIMU JIeTKUX y OonbHbIX MB, siBmsitorcst P.
aeruginosa, S. aureus u H. influenzae. Ilokazano, 4To B mepBbIe TOABI KU3HU Yy
O0onbHBIX MB  1OMUHHPYET 30JIOTUCTBIA CTa(MIOKOKK, a 3aTeéM OCHOBHBIM
BO30yIUTENIEM CTAaHOBHUTCS CHHETHOWHAs TMajouyka. B mocnenHee aecsTuierue
OUYEBUJIHYIO KIMHUYECKYIO 3HAYUMOCTh MPUOOPETAIOT HEAOCTATOYHO H3YUYCHHBIC
MHUKPOOPTraHU3MbI — He(hepMeHTUpYIolIHe TpaMmoTputiateiasubie 6aktepun (HI'OB)
- Burkholderia cepacia complex (Bcc), Stenotrophomonas maltophilia,
Achromobacter spp., HeryOepkyne3nple MUKOOakTepuu, TpuObl pona Aspergillus.
ITpu 3TOM KaXkIbli MATOreH CIIOCOOEH BBI3BATh BOCTIAJICHUE, KOTOPOE MOXKET B TOM
WM MHOW CTENEeHU MPHUBECTU K MOBPEKICHUIO JIbIXATENbHBIX MyTEH, CHUKEHUIO
NEroyHor QyHKIMH, YXYAIICHUIO KIMHUYECKOTo cTaTyca. C MpakTUYeCKOl TOUKH
3peHus IS JAWArHOCTHUKHA XPOHUUYECKOW WHQMEKINH MPUEMIIEMBIMH SIBISIOTCS
Kputepuu, npennoxkenneie Lee et al. (2003), cormacHo KOTOphIM OOHApYyKEHHE
natoreHa Oomee dem B 50% o0O0Opa3loB MOKpPOTHI WM CMBIBOB B TEUYCHHE
MPEAIECTBYIOMUX 12 MeCsSIEeB MOXKET TPAKTOBATHCS KaK XpOHUUYECKass MHPEKIUS.
VYcraHoBneHo, uto B 2/3 cnydaeB XpoHUYecKass MH(MEKIMS JTETKUX BbI3bIBACTCS HE
MOHOKYJIbTYpPOM, a accouuanved MHUKpOOpraHu3MoB. [lo ITaHHBIM pOCCHUHCKHX
aBTOPOB HauOoJyiee 4acTO BCTPEUAIONIEHCs accoluanuen siBiasieTcs coueranue P.
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aeruginosa + S. aureus (18,2%), a Taxxke P. aeruginosa + Bcc (9, 1%). B 18%
CJIy4aeB OT OOJBHBIX B COCTaBE MUKPOOHBIX aCCOLMALINNA BBIACIISIIN OJTHOBPEMEHHO
P.aeruginosa MykouaHbIM W HEMYKOUIHBIA (eHoTunsl. B coctaBe accouuanui,
kpome P. aeruginosa, yacto BwlaensiM JApyrux mnpeacraBureneii HI'Ob — S.
maltophilia, A. baumanii , 4yTo, BEpOATHO, OOYCIOBIEHO TPOIHU3MOM 3THUX BUOB
MHKPOOPTaHU3MOB K JIETOYHOM TKaHHU.

KimHun4yeckue cuMnTomsl Jierounoi ¢popmsr MB.

CornacHO KJIMHUYECKUM TMPOSBICHUSIM, BBIJCISAIOT Jerounyioo ¢opmy MB,
KUIIICYHYI0, CMEIIAHHYIO U aTUTMYHYIO (hOpMY.

Jlerounass ¢opma ¢ paHHEro BO3pacTa COOTBETCTBYIOT CHUMITOMATHKE
OponxosieroyHo uWHpexkuuu. Y OOJBIIMHCTBA JETEHM OTMEYAIoTCs YacTo
PELUIMBUPYIOIINE  PECNUpPATOpPHbIE HHQPEKIMU C  SABJICHUSMH  OpOHXUTA.
JlocTaTOYHO paHO MOSBIISIETCS KallleNlb C BBIACICHUEM THOMHOU MOKPOTHI. [Tomumo
ATOTO, MOXKET OTMEYAThCsl CBUCTSIIEE JIbIXaHUE, CIBIIIIMMOE Ha PACCTOSTHUU W/WITU
«opanbHas Kpenurtanusy». [Ipu pactipocTpaHeHHOM MPOIECCe C BAPUKO3ZHBIMU U/WITH
MeImoT4aThiMu bD MOXXeT oTMmedarbcsi ojbllika. Takke oOpaliaecT BHUMAaHHE
HaJIU4Me 3aJICP>KKU MPUOABKU BecCa, YacThbId OOWIBHBIN, C MPUMECHIO XUpa U
3JIOBOHHBIM 3a1axoM cTyJl. KokHbIe TOKPOBBI UMEIOT «COJICHBIN» MPUBKYC.

BrnaxxHpiii KOKITIONIENOAOOHBIA  Kalllelb ¢ THOWHOW BSI3KOH MOKPOTOM
HAOJII0JaeTCs C MEPBBIX HEJEb )KU3HHU, HHOTIAa BIUIOTH 0 PBOTHI, OJIBIIITKA. MOryT
HAOTI0aThCS pa3InyHble negopMariuu rpyiHon kieTku. [Ipu pacnpocTpaHeHHOM
MOPAXKCHHUH JITOYHON TKaHM HEPEIKO MOXKHO OOHApPYKUTh KOCBEHHBIE MPU3HAKH
XpPOHUYECKON THIOKCUU: JeGopMaliii KOHIIEBBIX (ajaHT MaibIeB 10 THITY
«OapabaHHBIX TANBIEB» /WA HOT'TEH 10 TUIY «4ACOBBIX CTEKO.

[TepkyTOpHO HaJT TETKUMH MOKET BBICIYIITUBATHCSA KOPOOOUHBIN OTTEHOK 3BYKa
W/WTY y9aCTKU MPUTYIICHUS, IPU ayCKYJIbTAIIMN — OCJIa0JIeHNUE IbIXaHUs, CYXHE U
pasHoKanuOepHbIe (MPEUMYIIECTBEHHO CpPEeaHE-Ty3bIpUaThie) BIIAKHBIC XPHIIBI
JIOKaJIbHBIC WJIW PaCIPOCTPAHCHHBIC, B 3aBUCUMOCTH OT 00beMa TOpaKCHHS.

Kinnuveckue nposiBJIeHHsI CO CTOPOHBI OPTraHOB AbIXaHUS, XapaKTePHbIEe 1JIf
MB.

1. Beicokocnenupuunsie 111 MB

- XpoHundeckas HHPEKIUs, BhI3BaHHAS MyKouHOU hopmoii P. aeruginosa
- BpoHX03KTa3bl B BEpXHUX J0JAX 000UX JErKUX

- [lepcuctupyromias nndexuusi, BeizBaHHas B. cepacia complex

- [Tosunel HOCA

2. Menee cienuduunasie 11 MB



- XpoHuyeckas WIM peuuauBUpylonias HH(EKuus, BbI3BaHHas S. aureus, P.
aeruginosa, A. xylosoxidans, H. influenzae

- PeHnTrenonornueckue mpu3Haku OPOHXOAKTA30B, aTEIEKTa30B, TMIEPUHOIALNAN
WM XPOHUYECKAsi HHPUIBTPALIUS HA PEHTI€HOrPaMMeE OPraHOB IPYAHOM MOJI0CTH

- KpoBoxapkaHnbe, cBsi3aHHOE € TU(DPY3HBIM MOPAKEHUEM JIETKUX, OTIUYHBIM OT
TyOepKyJie3a WM BaCKyJIUTa

- XpOHUYECKUH W/WIIH MPOAYKTUBHBIN Kalllelb
- ABITA (annepruyeckuii OpOHXOMYJIbMOHATBHBINA aCIIEPTHILIES)

- PenTrenonoruueckue MPU3HAKHU XPOHUYCCKOT'O ITAHCUHYCHUTA

MeTtoabl ucCae0BAHUA COCTOSTHUS OPraHOB AbIXaHus npu MB.
HNHcTpyMeHTANIBbHBIE METOABI HCCAECI0BAHUS.
Metoabl BU3yalIn3aluu JErKUX:

1. Pentrenorpadus opraHoB IpyaHON KJICTKH. PeHTreHorpadus MOXET BBIIBHTH
Takhue TpHU3HAKH, Kak Jedopmanus W yCWICHHE JIETOYHOI'O0 PHUCYHKAa,
mHeBMO(pUOPO3, IepuOpOHXHaIbHas HHOUIBTPAILIHs, KOHCOTUAAIUS (aTeeKTa3bl),
OpOHXODKTa3bl, OYJIbI, BBIIBUTH TNPOSBICHUS OpPOHXHAIBHONW OOCTPYKIIMHU:
JIOKaJbHBIE YYAaCTKU B3IYTHUS JIETOYHOW TKaHW, YBETUYEHHE PETPOCTEPHAIBHOTO
NPOCTPAHCTBA, YIUIONIEHWE JAuadparMbl, a Takke Kudo3, yTojleHue
OpOHXHUATBHBIX CTCHOK, CITM3UCTHIC TPOOKH.
[IpoBoauTCs 110 TTOKa3aHUAM, B cpesiHeM | pa3 B 2 roja.

2. KommnprorepHas Tomorpadus oOpraHOB IPyJIHOM MOJOCTH. SBIsSE€TCS OCHOBHBIM
METOJ0M JIMarHOCTUKU U3MEHEHUH B JIerkux rpu M B, pekomenayercs ¢ 5 mer.

BrisiBnsitoTest  Takme TpHU3HAKHM, Kak Jedopmarus U yCUJICHHE JIETOYHOTO
pUCyHKa, mHEeBMO(HOpO3, mepuOpoHXHaNbHass WHOWIbTpAIUS, aTeJIeKTas3bl,
OpOHXOAKTa3bI, OYIUIHI.

[Ipu ABJIA na KT nerkux BBISIBISIOT «JIeTydHe» WHQUIBTPATHl B JIETKHX,
OpOHXODKTa3bl, pPACHIUPEHHE OpPOHXOB M3-3a CKOIMUBIICUCS CIH3U («CHMIITOM
nepyaTku»), TaK Ha3bIBAEMble CHUMITOMBI «KOJIbLA» WU «TPaMBAMHBIX IyTEW»,
MPEACTABIAIOMNE COOOW YTONIIEHHE CTEHOK TNepudepudecknx OpOHXOB B
pesynbprate TnepuOpoHXWaNbHOW uWHOUIBTparuun u  GuOpo3a, BO3MOXKHBI
atenekTasbl. OCHOBHBIMU PEHTTEHOJIOTHYECKUMHU TMPU3HAKAMU PAHHUX CTaIHUM
ABJIA sBnsAIOTCS NBYCTOPOHHUE MH(DWIBTPATHI, HCUE3AIOUIUE MTOCIE TPUMEHEHHUS
KOPTUKOCTEPOUJIOB JUII CUCTEMHOTO NPUMEHEHHUsS; MNPU3HAKK XPOHUYECKOTO
MepUOPOHXUATIBHOTO BOCHAJICHUSI U MYKOUJHBIX 38 mpoOok. [lo3nHee BBIABIAIOT
JIBYCTOPOHHHE, MPOKCUMAaJIbHBIE, Yallle BEpXHE0JIeBble OPOHX0IKTa3bl; GUOPO3 U
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yroamenue mieBpbl. KT — Gosiee 4yBCTBUTENbHBI METO/ BBISIBICHUSI YKa3aHHBIX
MPU3HAKOB, YEM PEHTTreHOTrpadus.

VY nmanuentoB ¢ XAJl Ha KT OObIYHO BBISBISIIOT KOMILJIEKC OPOHXOJIKTA30B,
OKPYKCHHBIM 30HOW BOCIAJICHMS, HMHOTJA cojaepxkamux acnepruiomsl. KT
[IPU3HAK ACTIEPIUIUIOMBI: OTMHOYHAS IIOJIOCTh C COEPKUMBIM, CMEILIAIOIIUMCS IIpU
NepeMeHe TOJOXKEHUA Teda (CUMITOM «IIOTPEMYIIKH»), € XapaKTepHOU
MPOCIONKOI BO3AYyXa (CUMIITOM «CEPIIa).

3 MaruuTtHo-pe3oHaHcHass ToMorpadus. IIpoBoAUTCS B KayecTBE YTOUYHSIOIIETO
METOJIa IS CHIDKEHHWS JIY4eBOW HArpy3Kd TIpHU MHOTOKPATHOM KOHTPOJIC
BOCHJIUTELHOTO Tiporiecca. Jlo 7 7eT — B yCIIOBHUAX CeAalMu, IOCiIe — Ha
CBOOOJHOM JIbIXaHUH.

4. KomnbrotepHas Tomorpadust OHIL. IIpoBoautcst mo mokazaHusM.

B 3naunTensHOil Mepe matorHoMoHMYHbIMU Uit XPC npu MB KT-npusnakamu
SBJISIFOTCA: JEMHUHEpanu3alus U Meauaau3anus KPIYKOBUIHOIO OTPOCTKA B
COYETAaHUM C 3AMOJHEHUEM BEPXHEYETIOCTHOM Ma3yXu IUIOTHBIM COAEPKHUMBIM;
TUTOTUIAa3us (BIUIOTH JI0 areHe3un) JOOHBIX U KIIMHOBHIHBIX TMa3yX; MeAUATU3aIIH
(«MemuanbHOE BHIOYXaHUEY) JIaTepaIbHOM CTEHKH MOJIOCTH HOca; 0osiee OBICTPHIi
pPOCT 3aJHUX KJIETOK PEeIIeTYyaToro JIaOMpUHTA 1O CPABHEHUIO C TEPEIHUMHU.
JloJKHBI OlLIEHMBAThCA: Hanuuyue nonumnoB Hoca (crenenbp [IH I-III, cormacho
knaccudukaruu Johansen LV, 1993), mocneonepaliioHHbIe H3MEHEHUS.

Ouenka (yHKIMH BHEIIHero aAbixanus npu MB.

VY nereit ¢ MB nerounas ¢GyHKIMS ABISIETCS COXPAaHHOM MPU POXKIECHUU U B
paHHeM Bo3pacTe. B nmanbpHeillieM pa3BUBaeTCs XPOHHUYECKOE BOCIAJICHHE
OpOHXOJIETOYHOM CUCTEMBI, YTO MPUBOIUT K CY>KEHUIO OPOHXHAIIBHOTO MPOCBETA U
OTPaHUYCHUIO CKOPOCTH BO3JYIIHOTO MOTOKA HA BBIIOXE, T.€. K OOCTPYKTUBHBIM
HapymenusMm OBJl. 3menenus B OponxoiierouHoit cucreme npu MB pa3BuBaroTcs
nodtanHo. [lomararoT, 9ro OOCTPYKIIMS MEIKUX NbIXaTeIbHBIX MyTEeH SBISETCS
NMEePBUYHBIM W pPAaHHUM TposiBIeHUEM 3a0oneBanus npu MB. I[lIpeackasars
NWHAMUKY U3MeHeHUs nokasarened @B/l y KOHKpeTHOTO nmanueHTa MpakTUYeCKu
HEBO3MOKHO, TO3TOMY HEOOXOAUMO PETYISAPHO MPOBOAUTH UcciienoBanue OB/ y
6onpHBIX MB nmaxe npu OTCyTCTBUM peCIIUPATOPHBIX CUMITTOMOB.

CnoupomeTpusi - camblii OPOCTOM W BOCIPOU3ZBOAUMBIN METOA H3MEpPEHHUS
OTPaHUYEHUS CKOPOCTH BO3AYIIHOI'O MTOTOKA, KOTOPBIA MOYKHO paCCMaTpUBATh KaK
MEepBbIM, HavaldbHbIM »Tanm wucciaenoBanus @OBJI. B 3aBucumoctn OT ycuiauit
MAlMEHTA MPH BBIITOJIHEHUU JbIXaTEIbHBIX MAHEBPOB PA3INYALOT:

1) cIOKOIMHYI0 CIUPOMETPUIO — U3MEPEHUE MTPU CIIOKOMHOM JIbIXaHUHU, OCHOBHBIMU
nokazatensamu saBistoTcs JKEJI u ee cocrapmsitomue (Esx u POBbIY);



2) (opcUpOBaHHYIO CIHPOMETPHUIO — H3MEpPEHHE, MpPU KOTOPOM MAIUEHT
MIPUKJIAJIbIBAET MAKCUMAJIbHbIC YCWINS Ha BAOXE/BBIIOXE, OCHOBHBIE MMOKA3aTEIU —
®XEJI, ODBI, IICB, otnHomenne ODB1 /DXXEJI.

@opcupoBaHHAs COUPOMETPHUs, B oTiiune oT usMepenus JKEJI, no3Boisier He
TOJIbKO OLIEHUTh 00BEM JIETKUX, HO U CKOPOCTh BO3AYIIHOro notoka. [loatomy B
KJIIMHUYECKOM MPaKTUKEe UMEHHO (hOPCUPOBAHHAS CIIUPOMETPUS SIBIIETCS Hanbosiee
pacnpoCTpaHeHHBIM MeTtoaoM uccienoBanus OBJ[, koTopyro waiie Bcero
HAa3bIBAIOT MPOCTO «CITHUPOMETPUSD

NHuTtepriperanysi pe3ysJbTaTOB CIMPOMETPUM CTPOUTCS HA AHAJIM3€ OCHOBHBIX
cnupomerpuueckux mapametpo (ODBI, ®XKEJI, OOBI1/®XEJ). OBl -
HauboJee BOCIPOU3BOAMMBINA, YACTO HCIOJIb3YeMbId M CaMblil MH()OPMATUBHBIHN
NOKAa3aTeNb CIUPOMETPUU. DTOT MOKA3aTeNb OTHOCUTEIBHO HE3aBUCUM OT YCHIINS,
NPUJIIOKEHHOTO BO BpEMSI MaHEBpa BBIAOXAa, M OTPAXKAET CBOMCTBA JIETKUX U
nbIXaTenbHbIX TyTed. [lo maHHBIM NONySLMOHHBIX ucchenoBaHuii ODBI1
npeacTaBisier coboi mocrarouHo mnoctosiHHyo nomo DIKEJI, HezaBucumo oOT
pa3mepa JIETKUX.

Jlns ompeneneHusl TSHKECTH OOCTPYKTHUBHBIX HApyIICHUH HE PEKOMEHIYETCS
ucnosb3oBarh oTHomeHne O®B1 /OXKEJI, nmockoiabky mpu MporpeccUpoBaHUU
3a0oneBannst OPB1 u ®XEJI cHmxkarTCs, a UX COOTHOIIECHHE MOXKET OBITh
Oym3kuM K HopMmanbHOMY. Tem He MeHee, oTHomeHne ODB1 /OXXEJI nomoraet
OLICHUTh TSHKECTh BEHTWJIAILIMOHHBIX HAPYIICHUHM Yy JIOJEH C UCXOAHO OOJIBIINUM
o6bemom nerkux. B atux cnygasx O®B1 /OXKEJI moxet 6b1Th 0ueHb HU3KHM (0,50
u meHee), a ODB1 Gyner cooTBETCTBOBATh OOCTPYKIIMH JIETKON CTETICHH.

O®BI1 ucnonb3yoT 1151 MOHUTOPUHTA (YHKIIMOHAIBHOT'O CTaTyca OOJIbHBIX
MB wu omnesku 53¢pGEKTHBHOCTH TPOBOJMMON Tepanuu. BapuabeabHOCTH
CIIUPOMETPUYECKUX MoOKazareneil npu MB Bbllie, yeM y 340pOBBIX JIHI. ITO
OOyCIIOBIICHO KallJIeM U OTXO0XJACHHEM MOKPOTHI BO BpeMsl (HOPCHUPOBAHHBIX
maHeBpoB. C 1enpi0 MUHMMH3AIUA BapuaOeIbHOCTU PE3YyIbTaTOB M TOYHOCTH
U3MEPEHUN CIHUPOMETPUIO CIIEAYyeT TMPOBOAUTH TMOCie (PUIHOTEpANUH |
VHTAIIUOHHOU JIEKapCTBEHHOU TEepaIuu. He6omnpimme U3MEHEHUS
CIIMPOMETPUYECKUX ITOKA3aTENIEd MOTYT IEPEOLEHUBATHCSA, MPUBOMAS K JIOKHO-
MOJIOKUTENbHBIM pe3ynbrataM. Y 0onbHbIX MB m3menenne O®B1 6onee yem Ha
5,8 % sBusercs noctoBepHbIM. Ckopocth manenus ODB1 saBnsercs Oonee
YyBCTBUTEJIbHBIM MOKa3ateneM, ueM caM ODBI1 nnsa npornosa teuenuss MB.

N3mepeHue JIero4Horo oonema.

[lom TepMuUHOM «HU3MEpEHUE JIETOYHBIX OOBEMOB», KakK TIPABHIIO,
MOJIpa3yMeBalOT U3MEPEHHUE CTaTUUECKUX JierouHblXx 00bemoB — BI'O, OEJI, OOJI
u KEJI. OnpenensiomiyiM 3TanoM MpU OLIEHKE JIETOYHBIX OOBEMOB SIBISETCS
m3mepenue BI'O, Tak Ha3pIBa€MOro KOHEUYHOTO SKCHUPATOPHOTO 00beMa MpHU
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CIIOKOMHOM JAbIXaHuM. CaMbIM pPacnpoOCTpaHEHHBIM MeToxoM u3mepeHus BI'O
apigercs Ooguruietusmorpadusa. Ilpu BbIpakeHHOW OOCTPYKLMH H3MEPEHHBIN
3TUM METOJOM OOBEM JETKMX MOKET OBbITh 3aBBIIICHHBIM, MOCKOJBKY Yy TaKUX
MAlMEHTOB KOJIeOaHUSI pPOTOBOIO JABJICHUS MPU MEPEKPHITUH AbIXaTEJIbHBIX MyTeH
OTCTAIOT OT KOJIEOAHUH aJIbBEOJIIPHOTO JaBJICHHUS.

st 60npHBIX MB XapakTepHO MOBBIIEHUE BO3AYIIHOCTH JIETOYHOM TKaHH -
cratuueckass TunepuHpasauus Jerkux. O HaIWYuu TUNEPUHEOIAUMU JIETKUX
ceuzerenscTByeT noseiieHne BI'O. [Ipu MB yBennuenne BI'O HaMHOro meHsbie,
4yeM y OOJIbHBIX C AM(U3EMON U TaKOH ke TAKECThIO 0OCTpyKIMU. Bo3MOXHO, 3TO
O0OyCJIOBJIEHO BOCHAJIMTENbHBIM IPOLIECCOM, XPOHHUYECKOW HHGEKuuen u
($ubpo30M, YTO OrpaHUYMBAET PACIIUPEHHE 00BEMA JIETKHX.

CyxeHre OpOHXHaIbHOTO MpocBeTa y 00ibHBIX MB NpuBOAUT K 3aMeNIEHUIO
ONOPOKHEHUS U 33JIEPKKE BO3/1yXa B JIETKUX — BO3IYLIHBIM JIOBYIIKaM. O HaIu4yuu
BO3JYLIHBIX JIOBYIIEK CBHIETENbCTBYET YyBenudueHue OOJI u  oTHoUIEHHS
OOJI/OEJI. W3mepenue THUNEPUHQISIMU JETKUX ¢ BO3JIYIIHBIX JIOBYIIEK
MO3BOJISIET OIICHUThH CTENEHb TSKECTHU BEHTUWISIMOHHBIX HAPYIICHUH y OOJIbHBIX
MB, Ho He sBsIeTCS ONPEEAIONUM I BIOOpA J1eUeOHOM TAKTHKH.

Ounenka PABHOMEPHOCTH BEHTUJIAIINH JICI'KHUX.

[Tpu MB codeTanue oOCTpYKIIMH ABIXaTEIBHBIX MTyTEH U JECTPYKIIUH JICTOYHOM
TKaHU NPUBOAUT K HEPABHOMEPHOCTHU paCIpENEeIeHUsI BEHTWISUUU. MI3MeHeHHbIE
00JIaCTH JIETKUX YBEJIWYUBAIOT (HU3MOJIOTHMYECKOE MEPTBOE IMPOCTPAHCTBO, YTO
OPUBOAUT K YBEJIWYECHHIO BEHTWISILIMM MEPTBOrO NPOCTpaHCTBAa. B pe3ynbraTe
HApyIIAeTCs  HACBIICHWE JIETOYHOW BEHO3HOW KPOBH  KHCIOPOJIOM W,
CJI€0BAaTENbHO, pA3BUBAETCS TUIOKCEeMHs. [l OLEHKHM paBHOMEPHOCTH
pacmnpeneneHusl BeHTUWISIIKMK Y 00IpHBIX M B mmpokoe pacipocTpaHeHue MOTydni
METO/] BEIMBIBAaHUSA a30Ta IPU MHOKECTBEHHOM JIBIXaHUHU.

Meton OCHOBaH Ha TMPOCTOM IIPUHILMIIE COXpaHeHus Macc. llanueHt
MIPUCOCINHACTCS K CHCTEME B KOHIIE CHOKOHWHOro Bbigoxa u abimut 100%
KHCIIOpOAOM. Brinbixaembiii ra3 coOupaeTcsi, MoKa KOHIICHTpAIKMsA a30Ta B KOHIIE
BBIJI0Xa He cHU3UTCS 10 1/40 (2,5 %) oT HavanbHOM KOHIIEHTpaluK. YTOOBI OIICHUTH
HEPAaBHOMEPHOCTh BEHTHWJISIIIUU JIETKUX BBIYMCISIIOT MHAEKC JIETOYHOTO KJIMpPEHCa
o ¢opmyne: LCI = V/OOE, rae rne V — cymMMapHBIi BeIIBIXaeMblld 00beM (T.€.
o01mras cyMmMa 00BbEMOB BBIZI0XA MTPU CIIOKOWHOM HETIPEPHIBHOM JBIXaHUH ) BO BPEMSI
MPOBEJECHUS TECTA BEIMBIBAHUSI I'a3a METOJOM MHOKECTBEHHOTO JbIXaHUS.

Uccnenoanus y nereii ¢ MB (B Bo3pacte 3-18 j1eT) mokasaiiu, 4To moKa3aTelau
PAaBHOMEPHOCTU BEHTWJISILIUM JOCTOBEPHO OTIMYAIOTCS OT TAaKOBBIX Y 3/I0POBBIX
neTei, nqaxe y O0JIbHBIX C HOPMAJIbHBIMU CIIUPOMETPUUECKUMU MOKA3ATEISIMU.

HccaenoBanue 1u(pPy3uoHHOM CIOCOOHOCTH JIETKUX.
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N3mepenue auddysnonnoit cnocoonoctu jerkux (DL) siBnsieTcst kmuHUYeCKU
MH()OPMATUBHBIM METOJOM OIpPEICICHHUS] CIOCOOHOCTH JIETKUX MEPEHOCUTD
KHCIJIOPOJ U3 albBEOJIIPHOTO T'a3a B KPOBb. B KIIMHUUYECKOM NMpaKTHKE HAauOOJbIIee
pacnpocTpaHeHue 1 usMepenust DL monydun MeTo OJMHOYHOTO BJI0XA ra30BOM
CMECH, COAEepIKaLLEH MOHOOKCH]T YIVIEPOA, C 3aA€PIKKOM IbIXaHU.

Ha pannux cragusx MB DL mMoxeT ObITh NOBBIILIEHA BCJIEICTBUE YBEIMUEHUS
KOJIeOaHMsl TJIEBPAJIBHOTO JIaBJICHUS, YTO IPUBOJIUT K NMPUTOKY B TPYJIHYIO KIETKY
Oonpiiero od0beMa kpoBu. Kpome TOoro, HebGosblIMEe y4acTKH C OpOHXHATBHOM
OKKJIIO3UEU IPUBOJAT K IIEPEPACIPEACIICHUIO KPOBOTOKA K JIyUllle BEHTWIMPYEMBIM
anbBeoJiaM, pacTArUBas JIErOUHOe KanuwuisgpHoe Joxe. C HapacTaHueM 00CTPYKIIMU
U BO3AYyWHBbIX JIoBymeKk DL Moxer cHuxkarbcsd. CoxpaHHble 3HaueHuss DL y
OOJBIIMHCTBA OOJIBHBIX MOATBEPXKIAIOT, YTO OCHOBHBIM MaTO(U3UOJIOTHUECKUM
HapyleHreM npu MB siBisieTcsl orpaHUYeHNE BO3AYIIHOTO MOTOKA JbIXaTEIbHbBIX
NyTel ¢ MUHUMAJIBHBIM MOBPEKICHUEM albBEOJISIPHO-KANMIIIIPHON CTPYKTYpPBI U
YBEJIMUEHUEM BEHTWISILIMOHHO-TIEP(PY3MOHHOTO OTHOIICHUS.

Cumwxenune DL mnomoraer wuaeHtudunupoBath OonbHbIX MB ¢ Tspbkenoit
CTerneHblo Jierounoi naronoruu. M3mepenne DL takke nokazano 6onbHbIM MB ¢
OJIBIIIIKOM, HECOPa3MEPHOM TSXKECTU OOCTPYKIUU.

Harpy3o4Hble TeCThI.

OObEeKTUBHOE  HM3MEpPEHHE  MEPEHOCMMOCTH  (PU3UYECKONW  Harpy3KH
(TONIEpaHTHOCTH) C TOMOIIBIO JIAOOPATOPHBIX UM BHEA00PATOPHBIX METOOB J1AET
JOTIOJTHUTENIbHYIO K orleHke DB/ BaxkxHy0 MHGOPMAIIUIO O COCTOSIHUU 370POBbS
6onpHOTO MB.

JlaGopaTtopHOE TeCTHUpOBAaHUE C TIOMOIIBIO BEIOIPTOMETPAa WIM TpeaMuia
MO3BOJISIET OIICHUTh NHUKOBOE TMOTPEOJIEHHE KHCIOpoJa — MapaMeTp, KOTOpPbIH
MO3BOJISIET OIIEHUTD MPOTHO3 y O0bHBIX MB HezaBucumo ot ODPBI.

CHIKeHre TOJIEPAaHTHOCTH K (PU3NUYECKON HArpy3Ke 3HAYUTEIIHHO YBEIHIUBACT
puck netanbHOCTU. [IprunMHON HU3KON (PU3MUECKONW TOJEPAHTHOCTH SIBISICTCS
COUeTaHWE BEHTWISIIMOHHBIX HAPYIICHWH, CHWKEHHOTO MUTAHHS U JUCEHYHKIIUH
nepudeprudecKnx CKeIeTHbIX MbI. [Ipyu 3TOM HU3KUII HYTPUTHBHBIN CTAaTyC H
nuchyHKIUA IepruepruuecKor MyCKyJIaTyphbl B OOJBIIIEH CTETICHN, YeM HapyIICHHE
JETOYHONW (YHKIIMHU, BIUSIOT HA OTPaHUYCHHE (PU3MUECKHX BO3MOKHOCTEH
6ompHBIX MB.

TonepaHTHOCTh K (PU3MUECKON HArpy3Ke TAKKE MOXKHO OLUEHUTH C MOMOUIBIO
BHEJIa0OPATOPHBIX HATPY30UHBIX TECTOB 10 MPOUIECHHOMY PAaCCTOSIHUIO, HAIIPUMED,
3a 6 muHyT. [llecCTUMHUHYTHBIM TECT SIBJISIETCS MPOCTBIM M YJIOOHBIM METOJO0M
OlICHKH  (u3nueckoro  crtaTryca  OOJBIIMHCTBA  OpPOHXOJErOYHBIX U
KapJINOJIOTUYECKUX OOJIbHBIX, B TOM uucie U OonpHbix MB. Pe3ynbprarhl 3TOTO
MO3BOJISIFOT IMTPOTHO3UPOBATH BBIPAXKEHHOCTH OJBIIIKA U CTEIEHb JeCaTypalnuu Mpu

12



IIOBCEIHEBHOM aKTUBHOCTH OOJBHBIX MB, 4T0 mnosBoiisieT 0Ooiee aaeKBaTHO
noAOUpPaTh PEKUMBI TepANUU U peadUIUTAINK JIJIsl TakuX O0NbHBIX. JlecaTypaius
BO BpEMsl UCCJEJOBaHUSA, KaK M HEOOJBIIOE PACCTOSIHUE, MPOUICHHOE B TECTE,
SIBJISIIOTCSI HE3aBUCUMBIMU MPOTHOCTUYECKUMU (haKTOpaMH.

3akiaoueHue.

B Hacrosmee BpeMs NPONOKUTENBHOCTh JKHW3HM IMalueHToB ¢ MB
YBEJIMUMBAETCSI B CBA3M C pPa3pabOTKOW HOBBIX METOAOB TEpamuu M UX
COBEpIIECHCTBOBAHUEM. C YBEIMYEHHEM MPOAOJKUTEIBHOCTH KU3HU YacToTa
OCJIO)KHEHMM M COIYTCTBYIOLIMX 3a00JIEBaHUI TakXe YBEIMYMUBACTCS MO MeEpe
B3pociieHust OonbHOro. IlpM mporHo3upoBaHUU S-J€THEH BBIKUBAEMOCTH MPH
MYKOBHUCIUI03€ YUUTHIBAIOTCS MOKa3aTeau (yHKIMHU BHemHero asixanus (OBJI),
COXPAHHOCTh MaHKpeaTH4eCKON (YHKIIMU, HYTPUTHUBHBIA CTATYC, MHUKPOOHBIH
nei3ax, HaJluyue caxapHoro auabera, yacToTa OOOCTpPEHHH B TEUEHHUE Toja.
B3pocienue OGompHoro MB  compoBokaercs CHHXKEHHEM PeclupaTOpHOiM
(GyHKIIMU, CMEHOM MHKPO(]IIOpHI AbIXaTENbHBIX MyTeH Ha Oojee arpecCUBHYIO,
HAapaCTaHWEM YacTOThl OCJIOKHEHHWM CO CTOPOHBI OPraHoOB JbIXaHUA W
nuiieBapeHus. HepocTtaToyHOCTh NHUTAaHMS M 3aJ€p)KKa pPOCTa, Kak IIPaBUIIo,
HaOJIIofat0TCsl y eTell U B3pocibiXx ¢ MB M sABIsIOTCA MHAMKATOpPAMM ILIOXOIO
poruo3a. Pa3BuThe COBpPEMEHHON MEIUIMHCKONW HAayKH B IIEJIOM 3a IOCIEAHEE
JECATUIETHE PACKPbUIO HOBBIE BO3MOXHOCTH NEPCOHAIM3UPOBAHHOIO IOJIX0/a B
Tepanuu O0JbHBIX MyKOBUCIIUI030M:

- JJHK-nuarHoctuka (BUI MYTalldd TO3BOJISAET MPOTHO3WPOBATH KIMHUYECKOE
TEUCHHWE TaKoro 3a0oJieBaHMs, KaK MaHKpeaThueckas HejaocTaTouyHocTh, JIHK-
JUATHOCTUKA YacThIX MYyTallud M CEKBEHUPOBAHHE T'€HA OMPENEIsIOT BHIOOD
ATHOMATOreHeThUeckoro mpemnapara). ¢ KommploTepHass ToMorpadusi gaer
BO3MOXHOCTh TOYHO JHATHOCTHUPOBATh OOBEM M BHUJ TOPAKEHUS JIETKUX, UTO
onpenessaeT BEIOOp Tepanuu.

- MukpobOuonornyeckasi TUarHoCTUKa ¥ MOHUTOPHHT BHJa U THIIA MHUKPOOHOTO
BO3OYAMTENS, €ro PE3UCTCHTHOCTH K AaHTHUMHKPOOHOW TEepamuu TO3BOJISAIOT
WHIUBUIYaIM3UPOBATh HA3HAYCHHE aHTHUOAKTEPUATILHOTO TIpemapara.

- @dapmakoreHeTuueckoe oOOCIeOBaHUE OMpenesieT XapakTtep Metadonm3ma
JIEKapCTB, TPEXKJIE BCETO0 aHTHOAKTepUaJIbHBIX TpemaparoB. Tak, /il JOJIen ¢
OBICTPHIM METa00MM3MOM (BBIBEJICHHEM) JICKAPCTBEHHBIX CPENICTB XapaKTEPHO
CHMXeHUE uX H(PPEKTUBHOCTH, a s JIMI C MEIJICHHBIM BbIBEJICHUEM —
BO3HUKHOBEHHUE MOOOYHBIX JEUCTBUM, YTO ONpeAeisieT MHANBUAYAIbHBIA MOA00D
J103bI IpenapaToB.
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Takum 00pa3oM, HA OCHOBE €AUHBIX MOAXOJOB K JIMATHOCTUKE 3a00JIeBaHUS,
TEpanuyd MOXKHO 3HAYUTEIbHO TMOBBICUTh A((PEKTUBHOCT, U  YBEJIUYHUTH
MPOIOKUTEILHOCT U KaU€CTBO JKU3HU OOJTBHBIX.
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