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'yOo benopycckuii rocy1apCTBEHHBIN MEIUIIUHCKAN YHUBEPCUTET
Y3 « MuHCKHI KOHCYJIbTAllHOHHO — IMAarHOCTUYECKUU LIEHTP

MyxkoBuciuno3 (MB) - ogHo U3 Hanbosee YacThIX MOHOT'€HHO HACJelyeMbIX CUCTEMHBIX
3aboeBanmii il Oemoit pacel. [IpumauHoit MB siisieTcst MyTarwst TeHa, KOHTPOJIMPYIO-
IIETO0 CEKPETOPHBIE MPOLECCH B OPraHW3ME M HAa3BAHHOTO MYKOBHUCUMAO3HBIN TpaHC-
MeMOpaHHbIi peryinstop npoBoaumoctu (MBTP). B pesynerate renHoro nedekra cek-
PETHI PK30KPUHHBIX JKEJe3 CTYIIAIOTCs, YTO MPUBOJIUT K Pa3BUTHIO MYJIbTUCUCTEMHOIO
3a00JIeBaHMsI C TIOPAKEHHEM, B TMEPBYIO OYEpE/lb, OPraHOB JIBIXaHWUS W MHIICBAPCHUS.
MB xapaktepu3syeTcst TSHKEIbIM ITPOrPECCUPYIONIUM TEYEHUEM, CEPhE3HBIM MTPOTHO3, HE-
BBICOKOHM MPOJIOJDKUTEIBLHOCTHIO KU3HU [1]. [Iporuo3, npomonKUTeIbHOCTh U KaUeCTBO
KU3HU TalMeHToB ¢ MB, B Oobllieli cTeneHu, onpeesieT nopaxkeHue Jerkux. Kax
MIPABUJIO, Il OIICHKM COCTOSIHHSI OPTaHOB JbIXaHMS MCIOJIL3YIOT PEHTreHOrpaduio u
KOMITBIOTEPHYIO TOMOTpario OPraHoB TPYTHON KJIETKH, CITUPOMETPUIO, OOAUILIIETU3MO-
rpaduto. B 1iensx pacimpenys AMarHOCTHUECKUX BO3MOXKHOCTEHN /17151 OLIEHKH COCTOSIHUS
JIETKUX y ManeHToB ¢ MB Mbl ipuMeHW M MeTo 1 ep(y3uOHHON CITMHTUTpadUu Jier-
KHX.

Henb: onleHUTh PYHKIIMOHAILHOE COCTOSIHUE JIETKUX Y B3POCIIbIX MarreHToB ¢ MB me-
TOJIOM TIePPY3UOHHOM CITMHTUTPADUH.

Marepuansbl 1 MeToabl. O0CieI0BaHUs IPOBOAMIUCH Ha 0aze Y3 « MUHCKUN KOHCYIIb-
TAIMOHHO-TMArHOCTUYECKUI LIEHTp». B nccnenoBanue Obl1o BKIIOYEHO 10 marueHToB ¢
MB (6 myxunH 1 4 KCHIMHbI), HAOIOJAOIIMMUCS BpadyaMH-ITyJIbMOHOIOTaMu. JIjist
OLICHKU peCHMpaTOpHON (DYHKIUM JIETKUX MpoBo i criupomerputo (PBJI) ¢ onpene-
nenreM GopcupoBaHHOM xku3HeHHON eMKocTH Jerkux (DXKEJI), oobema popcrupoBanHo-
ro Bbiioxa 3a 1-1o0 cexyHny (ODB;), ODB,/DXKEJI, xuznennoit emxoctu nerkux (ZKEJI),
o6bmelt emxoctu nerkux (OEJI), octarounoro oobema (OO). KommnbrorepHas ToMorpam-
Ma opranoB rpyanoit kinetku (KT OI'K) npoBoauiack Ha BBICOTE MAaKCUMAJILHOTO BI0XA

Y BbIJIOXA NPU Jy4eBOW Harpyske 2,9M3B. /[ OLEHKM TSKECTH CTPYKTYpPHBIX U3MEHE-



HUI1 B JIETKUX MCMOJIb30BaJM 1Ky bamia [5] v yacTh NpU3HAKOB, BKIFOUEHHBIX B IIIKa-
ay Cantamapus [6]. [lepdysronnasi cimHTUTpadus JIETKUX MPOBOIMIACH HA YHUBEP-
caJlbHOM ToMorpaduveckor JByXJeTeKTopHONM ramma — kamepe ¢upmbl «PHILIPS) ¢
WCTIONTb30BaHUEM pajrodapMmpenapara Maacor — 1¢99m B mo3ze 100 MBK u mydeBoit
Harpy3kou B npenenax 0,6mM3B. [Ipu oLleHKe CLIMHTUTpamMM JIETKUX MCHOIb30BAIN Kaye-
CTBEHHBIN (TipesicTaBlieHHe O (popMe U pa3Mepax JEerKuX 4-X MPOEKIMAX) U KOJMYECT-
BEHHBIN aHAN3 (OLIEHKA paBHOMEPHOCTH pacrpenesieHus paarodapmipenapara, MUKpO-
cdepsl anbOymrHa, MeueHHbIe Tc-99M) B BepxHEM, CpeTHEM U HMKHEM OTJIeNax 000X
JIETKUX, OTAEIBHO NPaBoro M jeBoro. OObEKTUBU3ALMA OLEHKHA TSHKECTH HAPYLICHUS
MUKPOLIUPKYJISIIIUM JIETKUX IO JAHHBIM MepPy3MOHHON CIIMHTUTPpadUM MTPOBOAUIIACH TIO
MOJTU(UIIMPOBAHHOM IIIKaJie OIEHKH O0030pHBIX peHtreHorpamm Jerkux Jl.Bpachunma
[2,3], cormacHO KOTOpOM OBLIO BBIJIEIEHO 3 CTENEHHM TSHKECTU CHIDKEHUS nepdys3uu B
Jerkux: jerkas — 1-3 6amia; cpenuss — 4-6 6amioB; Tsbkemnas — 6osee 6 6auToB. Makcu-
MaJIbHOE KOJIMYECTBO OAJUIOB MPHU 00pabOTKe CIMHTUTPAMM JIETKUX COCTaBJIsIIoO 8 Oa-
JIOB.

IHosryuennbie pe3yabTathbl. B nccrienoBanve Obuio BKroueHo 10 marmeHToB ¢ MB B
Bo3pacte oT 20 g0 32 nert (cpeanuii Bo3pact 24,8 + 4,8 roaa). luarno3 ObUT YCTAaHOBJICH B
Bo3pacte 70 1 roga y 6ompmmHCcTBa (8 yenoBek u3 10), y oaHOTro — 00J1€3Hb AUArHOCTH-
poBaHa B 21 roj, ¥ MOATBEPXKICH PE3yJIbTaTaMH IMOTOBOM MPOOBI M TEHETHYECKUMU HC-
crnenoBanusiMu (B 90% ciydaeB MMEI0 MECTO TOMO- WJIM T€TEPO3UTOTHOE HOCUTEIBCTBO
mytain F508 del). I[TopakeHne qpIxaTebHOM CHCTEMbI TOM MJIH HHOM CTETICHHU TSDKECTH
MMEJIOCh Y BCEX MallMeHTOB. bosee nerkoe TeueHue 3aboseBanus 0e3 MmaHKpeaTndecKon
HEJI0CTAaTOYHOCTH OTMEYEHO Y OJHOTO MalueHTa (IuarHo3 ycraHosieH B 21 rox. Ilo
nanHbiM KT OI'K BbIsIBIIEHBI pa3iMyHbIE MO BBIPAKEHHOCTH M PACHpPOCTPAHEHHOCTH
PEHTTEHOJIOTMYECKUE TIPU3HAKK; MaKCUMaJlbHasi CyMMapHasi OIleHKa cocTaBwiia 37 Oali-
70B. MunnmManbsibie uamenenus o aaHHbiM KT OI'K ¢ oneHko#t 7 6aioB BISBICHBI Y
OJTHOTO TIAITMEHTA C JIETKUM TeueHueM 3aboneBanusi. CymmapHas orenka ot 15 mo 30
0a/u1oB (YMEpEHHbIE U3MEHEHHMSI) YCTaHOBJICHA Yy O0bIIMHCTBA (N = 7), a y IBOMX OOHA-
PYKEHBI TspKeJble HapylueHus. Pesynbrarel nccnenoBanuss OB/l nmponeMoHCcTprpoBaiit

HOPMAJIBHBIC ITOKA3aTCIIN JIMIIb Y OJHOI'0 IanrucHTa. B ocranbHbIX ClIydasax OBUIN BBISB-



JIEHBI CJEIYIOIINE HAPYIICHHS] BEHTWISILIUK: TI0 CMEIIAHHOMY THUITYy YMEPEHHOW CTENEHH
TsokecTd (N = 6), Tsokenol (N = 2) 1 kpaiiHe Tsbkenon crenend (N = 1). AHaM3upys 1aH-
HbIE, TIOTy4YEHHBIE TP TPOBECHUN NepPYy3MOHHON CLIMHTUTpadUU JETKUX, ObLIO yCTa-
HOBJIEHO CJIEIYIOIIEE: y OJHOIO MaleHTa HapyIIEeHUH MHUKpPOLMPKYJISLMU B JIETKUX HE
otMedasioch (0 6ayUIoB); JIeTKME HApYIIEHUS BBISBJICHBI y Tpoux (10 3 6a/UIOB); yMEpeH-
HbIe — Y 4 (0T 4 10 6 6a/UIOB); OUEHB TsDKENbIE - y 2 (0osiee 6 O6amwtoB). IlammeHT ¢ coxpa-
HEHHOW MUKPOLMPKYJISAIMENH UMeeT Jierkoe TeueHrne MB (auarnos ycranosiieH B 21 ron),
no naHHbiM OB/l BBISABICHBI YMEPEHHBIC HAPYIICHUS BEHTWIBALWU MO CMEUIAHHOMY,
MIPEUMYIIIECTBEHHO OOCTPYKTUBHOMY THITY, MUHUMAJIbHbIE U3MEHEHHs N0 JaHHbIM KT
OI'K (7 6amnoB no mikane baina), coxpanennyro nudy3uoHHyI0 CocoOOHOCTh. VY ma-
LIMEHTOB C BBIPAKEHHBIMHA HAPYIICHUSIMUA MUKPOLUMPKYJSINH JIETKUX U TSKEIBIM TeUe-
HueM MB ormeueno: 3Hauntenbhble HapyiieHuss OB/l OKEJI < 45%, O®B; < 35%), BbI-
paskeHHbIe CTpyKTypHbIe M3MeHeHus 1o ganHeiM KT OI'K (cymmaphas onenka 31 — 37
OawtoB. Y Tpoux marueHToB nokazaresnu ®BJ] cooTBeTCTBOBAIM yMEPEHHBIM WITH TsHKE-
aeiM HapymeHusM, xoTd JaHHele KT OI'K, u nepdy3roHHON CLMHTHrpaduu JEerKux
OLICHUBAJINCh KaK JIETKHUE U YMEPEHHOU TSXKECTH, UTO MOKET CBUAETEIBCTBOBATH O BBI-
pPa’K€HHOM HapyIIEHUH CKOPOCTH BO3YIIIHOIO MOTOKA B OPOHXAX BCIIEJICTBUE 3aKYTTOPKU
OpOHXOB T'yCTOM CNH3bi0. TakuM maryeHTaM Oblia MpOoBeIeHa KOPPEKIHS MyKOJIUTHYC-
CKOW Teparvu U MEeTOIuK (u3nokuHeautepanuu. llocie mpoBeaeHHOoro JieueHus] OTMe-
4aJioch yJIydllieHre OpOoHXHaIbHOM npoxoauMocTd (o nokazaresnsim OBJ]). YV manuen-
TOB C JISTKUMM HapyLICHUSIMH MUKPOLMPKYJLSILUU JaHHble uccnenoannid OB/, KT
OI'K, u nepdy3uoHHOM ciHTUTpadUH JIETKUX ObUIM COMOCTABUMBI U COOTBETCTBOBAJIU
Tsoxkectr Teuennss MB. CpaBauBas nanaeie KT OI'K u nepdy3uonHoi cuuHTUrpaduu
JETKUX Yy B3pPOCIBIX MalMEeHTOB ¢ MB, MOXHO MpeanoyiiokuTh, YTO aHATOMO-
MOp(OJOrHYeCKHe U3MEHEHUSI B CTPYKTYpPE JIETOUHOM TKAHU Pa3BUBAIOTCS MO3KE (PYHK-
IMOHAbHBIX. JlydeBasi Harpy3Kka Mpy UCCIIEIOBAHUU MUKPOLUPKYISILIMUA JIETKUX METO-
7oM Tiepy3uOHHOM CIMHTUTpaduu moutu B 5 pa3 menbire (0,61M3B), yem mipu mpoBe-
neanu KT OI'K (2,9M3B), ciieoBateibHO, METOIMKA MOYKET ObITh MCIIONIb30BaHA JIs JTU-
HaAMHUYECKOTo HaOrOACHMS 3a B3pocibiMu narerTamMu ¢ MB darne, yem KT OI'K. Ana-

m3upys AaHHble uccnenoanuii @B/, nepdy3nonHoi cuuHTUrpaduu JETKUX y B3pOC-



JbIX marueHToB ¢ MB, xapakTepu3yromux (QyHKIMOHAIBHOE COCTOSIHUE AbIXaTelIbHON
CHCTEMBI, MOYKHO TIPEAIOJIOKUTh, YTO TPU HOPMAIBHBIX TMOKA3aTeNsAX TU(PY3MOHHOMN
CHOCOOHOCTH M COXPaHEHHOM WIJIM HE3HAUMTEIILHO HAPYIIICHHON MUKPOIUPKYJISIUeH (110
TAHHBIM TIeP(Y3UOHHON CIIUHTUTPAPHH JIETKUX ) OTMEYAJIFCh 00JIee BRIPAKEHHBIC U3Me-
HeHus nokazareneid @B/I. CnenoBarensHo, y nanueHToB ¢ MB 1pu coxpaHEHHH MUKPO-
ITUPKYJSIIIAN JIETKUX UMEET MECTO 00Jiee BIPaKEHHBIC HAPYIICHHUSI CKOPOCTH BO3TYIIIHO-
ro MOTOKa B OpOHXaX, BEPOSTHO, BCIEJICTBUE 3aKYMOPKHU MOCIEIHUX TYCTON CIM3bIO U
HApYIIEHUS UX CTPYKTYpPhl. BbIsIBIIEHHE TaKMX U3MEHEHHUM TUKTYET HEOOXOAUMOCTh KOp-
PEKIMU TIPOBOJAMMBIX JICYCOHBIX MEPOTPHUITAN ISl YIIyUYIICHUS IPEHAKHOW (DyHKIMN
OponxoB. bonee BbipaxkeHHble n3MeHeHus npu nposeaeHu kak KT OI'K, ®B/I, 6onu-
rieTu3Morpaduu, Tak ¥ nepdy3uoHHON CIMHTUTPA(UH JISTKUX B UCCIIEAYEMOU TPYIIIe
BBISIBJICHBI [TPU TSHKEJIOM TEUEHUU 3a00JICBaHUSI.
3axumouenue. Ilepdysnonnas cupHTHTrpadus JISTKUX SBISETCS BHICOKOUYBCTBHTEIIb-
HBIM METOJIOM PaJMOHYKIIMIHON JUArHOCTHKH, TTO3BOJISIONIUM BBISIBUTH (DYHKITMOHAb-
HBIC HAPYIIICHUS B JIETKUX PAHbIIE aHATOMO-MOP(OIOrHUECKUX Y B3POCIIBIX MAIIMEHTOB C
MB. Metorka no3BOJISIET OLIEHUTh COCTOSTHUE MUKPOLUPKYJISITOPHOTO PYCJIa B JIETKUX C
oTpe/ielieHUeM JUHAMUKH TMaTojiorudeckoro mporecca. Ilepdys3uonnas cruHTtUrpadus
JICTKUX BMECTE C JIPYTMMH METOJIaMU MOKET OBITh PEKOMEH/IOBaHa IS JTUHAMHYECKOTO
HaOJTIOJICHHS 3a B3POCIILIMH TarieHTaMu ¢ MB, 115 onpeienieHusI CTeTeH! TSOKECTH 3a-
0oJIeBaHUS M ONTHUMH3AIIAHN JICUCHHUS.
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