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[Ipe6briBaHMEe MAILMEHTOB B COCTOSIHUM XpOHUYECKOro HapyuieHus: codHaHus (XHC)
MPUBOIUT K Pa3BUTUIO TUCHYHKUMU (CI1abOCTH, TTape3aM) UX CKEJIETHOU MYCKYJaTy-
pbl — MOJUHEHPOTIATUN M MUOTIATUM KPUTUUECKUX cocTostHUi. [IpencraBisiior uHTe-
pec u3ydyeHue MeXaHU3MOB Pa3BUTHS MATOJOTUM U OLIEHKA PeabMJIMTALIMOHHOTO IO~
TeHIIMaJla TaKMX MallMeHTOB. MeTogaMM MO3UTPOHHON SMUCCUOHHOUW KOMITBIOTEPHOM
tomorpaduu (IBT/KT) ¢ 18F-dropnesokcurmokoszoii (18F-DAI) u nmatomopdo-
JIOTUYECKOTO UCCIIeNOBAaHUSI C UMMYHOTMCTOXMMMUEN MOJIyUYeHbI JAHHBIE O CTPYKTYP-
HBIX 1 META0OJINMYECKNX MU3MEHEHUSX B CKEJIETHBIX MBIIIIIAX BEPXHUX KOHEUHOCTEH y
22 maumenTtoB ¢ XHC. [1IpoBeneHHOE UCClIeTOBaHUE TTOKA3aJI0, YTO CTPYKTYPHBIE W3-
MEHEHUsI CKEJIETHBIX MBILIL MMEIT HecreunbUuyecKuii qereHepaTuBHO-aTpoduye-
CKUi XapakTep ¢ 60Jjiee BhIpaskeHHBIMU TTPOSIBJIECHUSIMA Ha CTOpOHE T1ape3a. BeisaBieH-
HBIE MO CHIDKEHMIO ypoBHs1 Metaboimsma 18F-DJII" merabonunueckue HapyLIeHUS
MBI TUIeyeBoro nosica y naiueHToB ¢ XHC pa3BuBaiucb CHMMETPUYHO, BHE 3aBU-
CUMOCTH OT CTEIIEHU CHUXXEHMS MBIIIIEYHOTO TOHYCa U TIyooKux pediekcoB. Hapsimy
C ereHepaTMBHBIMU M3MEHEHUSIMU, BKITIOYAIOIIUMU MOBPEXICHUE COKPATUTEIbHBIX
3JIEMEHTOB CAPKOMEPOB, MOTEPIO IECMUHA U AUCTPOdrHA, CHUKEHUE YPOBHS MeTabo-
mm3ma 18F-®DJIT", B CKeJIETHBIX MBILILAX MAalKMeHTOB HAOIIOAAINCh TTPU3HAKK aaar-
TUBHBIX CTPYKTYPHO-(DYHKIIMOHAJIBHBIX TIEPeCTPOeK — MoauduKamus (peHOTUIIa MbI-
IIEYHBIX BOJIOKOH IT0 “OBICTPOMY” TUITY Y aKTUBALIMS ayTOMDarniyeckKoro myTu.

Karouesnie croea: atpodust CKEIETHBIX MBIIIILL, KPUTHYECKAS IIOJTUHENPONATHS, XPOHU -
YeCKMe HapyLIeHUsI CO3HAHUS, BEreTATUBHOE COCTOSIHUE, CUHAPOM 0€CCO3HATEIBHOIO
0GOIPCTBOBAHMSI, COCTOSTHME MUHUMaJIbHOTO co3HaHwust, [1DT, KT
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B mocnegHue mecsTUIIETUSI COBEPIICHCTBOBAHME METONOB WHTEHCUBHOM Tepamuu
MPUBEJIO K YBEJIMYESHUIO KOJIMYECTBA MAlIUEHTOB, KOTOPbIE U3 COCTOSIHUSI KOMBI TTepexo-
IISIT B pa3jiMYHbIE BapUaHThl XpOHUYeCKOro HapylieHus: cosHanust (XHC): cunapom ape-
akTuBHOro OoapctBoBaHus (CAB), cocrossHue MuHUMadbHOTOo co3HaHust (CMC)
“mmoc” n “munyc”. CAB xapakrepusyeT IMOJIJHOE OTCYTCTBUE IMPU3HAKOB CO3HAHUS Ha
done coxpanHoro 6oapcrBoBanus, IIpu CMC “1uroc” mamyeHT MOXKET CIEIUTh B3IJISI-
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JIOM 3a MpeaMeTaMU U BBIIOJHSITH MpocThie 3amaHus, a npu CMC “MuHyc” — TOJIBKO
dukcuponars B3 [1]. CornacHo cratuctuke, B CIIA yucio nmauuentoB ¢ XHC co-
CTaBJIIET B cpeaHeM 46 Ha 1 MitH nonyJisiuuu, B Benuko6putanuu — 14 [2], B beabruu —
36 [3]; B Poccuy 06001IAIOIINX CTATUCTUYECKUX JaHHBIX 110 KOJUYECTBY MALIMEHTOB C
XHC B Hacrosiiiee BpeMst HeT. O pacnipoCTpaHEHHOCTH MATOJOTMU MOXKHO CYIUTh IO
JTAHHBIM aHKETUPOBAHHOTO OMpoca 15 KPYIMHBIX CTallMOHAPOB Pa3IMYHbIX TOPOJIOB, B KO-
TopbIX obiIee yrcio namueHToB ¢ XHC 3a tpu roma (2009—2012 rr.) coctaBuiio 747 4eno-
BEK C IMpeobiiaTaHeM MallMeHTOB ¢ MTOCIEACTBUEM YepPEeITHO-MO3rOBOi TpaBMHEI (42%).
B 35 cranmonapax Cankr-IletepOypra 4mnciio nalieHTOB, HAXOIUBIIMXCS B OTACIICHUSIX
peaHuMAaLM1 U MHTeHCUBHOI1 Tepanuu 6osee 30 cyt B 2016 1., coctaBuiio 705, 3 Hux 533 — B
cocrossanu XHC [4]. JleyeHue, olleHKa BO3MOXHOCTU BOCCTAHOBIICHUSI CO3HAHUS U
peadbuIuTalMOHHOIO nmorteHurana nauueHToB ¢ XHC 3aTparuBaioT He TOJBKO MEOU-
LIMHCKHUE, HO U COLlMAJIbHbIE, 3TUYECKUE acTieKThl. Bce Gobliiee BHUMaHKE MPUBJIEKa-
€T BO3HUKAIOLAs y TOJyYalolIUX MHTEHCUBHYIO Te€panuio O0JbHBIX C1abOCTh CKeJeT-
HOM MYCKyJaTypbl — ITOJUHENPOIaTus U MUOMATHUSI KPUTUIECKUX COCTOSTHUIA [5, 6].
dyHgameHTalbHbIE paboThI, 0000IIAOIIMEe MEXaHU3M HapylleHUs (YHKIUMN Iorie-
PEYHOIIOJIOCATOM MYCKYJIATYPHI Y OOJIBHBIX ¢ TsLKeJIbIM mopaxkenueM LIHC, nepexus-
IIUX KPUTUYECKOE COCTOSTHUE, BO3MOXHOCTH UX BOCCTAHOBJICHUSI, a TAKXKE COTMOCTaBJIe-
HUM CTPYKTYPHBIX UBMEHEHUN CO CTETIEHbIO BHIPAXKEHHOCTHU HEBPOJIOTUUECKNX U3MEHe-
HHUI B HacTosIIee BpeMsi MMEIOT (pparMeHTapHEIN Xapaktep [7—9]. IlepBoHayambHO
MHTepec K 3Tol mpobyieMe ObLT BhI3BaH HAOIIOAEHUSIMU, YTO MbILIIEUHas cJ1aboCTh Tipe-
MSTCTBYET MEPEBOAY MallMeHTa C UCKYCCTBEHHOM BEHTWISILIMU JIETKUX HA CITOHTAHHOE JbI-
xaHue. Hecneuudurueckoe nopaxeHue HEPBOB M MBILIL, 110 JaHHBIM Pa3HbIX aBTOPOB,
pazBuBaetcs y 50—100% GOMBHBIX B CPOK OT HECKOJIBKUX YACOB 0 HECKOJIBKUX CYTOK Ipe-
OBIBaHUSI B MajlaTe MHTEHCUBHOM Tepalluy IIPY pa3IWyHbIX 3a0oneBaHusx [8—10]. Ot-
CYTCTBYIOT MCCJIEIOBaHUS MPOSIBJIEHUI MOJUHEHPONaTUM KPUTUUYECKUX COCTOSTHUI Y
HelipopeaHMMalMOHHBIX OOJIbHBIX, UCXOIHO UMEIOIIMX Mape3bl U Mapajuiu BCIEACTBUE
ouaroBoro nopaxenus LTHC.

[NaTtoreHe3 nmoaMHENPONIaTUN KPUTUUECKUX COCTOSTHUI C pa3BUTHEM aTPO(MUU MBILIII]
OoCTaeTcsI HemocTaTouHo n3ydeHHBIM [10, 11]. T'mmoguHamMusi, c1abocTh — COCTaBHBIE Ya-
CTU CUHIpoMa “moBeneHMe npu 6oae3Hu” (Sickness behavior) [12]. DToT cuHAPOM pac-
CMaTpUBaeTCs Kak KOOPAMHUPOBAHHbIN aAanTUBHBIN BApUAHT IMOBEAEHUS MHIVMBUIYYMa BO
BpeMs MH(EKIIMOHHOTO 32a00JIeBaHUS WU BIPAXKEHHOTO CUCTEMHOTO BOCTIAJIMTEILHOTO
OTBeTa Ha AeiicTBUe HEMH(MEKUMOHHBIX (akTopoB. C 3TUX MO3ULMUNA TMIIOAUHAMUS U
BTOPUYHAs MbIlIEYHas ci1aboCTh paccMaTpUBaeTCsl Kak MPUCIOCOOUTENIbHAS peaKius
opraHusMa. B moBcegHeBHOI NMpakKTUYeCKOli paboTe ¢ JaHHOII KaTeropuei nmauueHTOB
Mbl HabII0gaeM, 4TO cO BpeMeHeM y 95% OGOJIbHBIX MOSBIISIETCS IBUTaTeIbHAsT aKTUB-
HOCTb B BUII€ TIPOU3BOJIbHBIX U HEMIPOU3BOJIbHBIX IBUXKEHUIA, KOTOpasi, Ha Halll B3TJIsI,
KOCBEHHO JEMOHCTPUPYET BO3MOXHBINM IMEPBUYHO-TIPUCIIOCOOUTENILHBIN XapaKTep
BHYTPUKJIETOUYHBIX U METaOOJINUYECKUX U3MEHEHWI MBILLIEUHOW TKAHU B OCTPOM TEepHOJe
TMOBPEXIESHUS TOJJOBHOTO MO3Ta Pa3IMYHOI 3TUOJIOTUU TP KPUTUIECKUX COCTOSTHUSIX U
3aJI0KEHHbBIN BOCCTAHOBUTEbHBIN TToTeHIMan. CoBeplieHcTBoBaHUe nuddepeHmanb-
HOW IMarHOCTMKU, TIPOTHO3UPOBAaHUS MCXOa, JICUEHUS C1a00CTU CKEJIETHOU MYCKyJia-
TYpbl y HelipopeaHUMaIMOHHBIX MALMEHTOB SIBJISIETCS aKTYyaJIbHOI MPo0JIeMOii KakK ¢ Ha-
YYHOI, TaK U C MpaKTUUECKOI TOo4eK 3peHus. PellleHme maHHOM 3amayyd BO3MOXHO C
MPUMEHEHUEM KJIMHUYECKUX, MEKTPODU3UOIOTUYECKUX, HEHPOBU3YAIM3ALIMOHHBIX U
naroMopdosorniyecknux ucciaegoBaHuii [13]. YkasaHHble NMoaxoabl HEOOXOAMMBI st
uzydyeHust MopPohyHKIIMOHAIBHBIX MEXaHU3MOB aTpO(U1 U BO3MOXHOCTHU K pereHepa-
MM TTOTIEPEYHOITI0IOCAaTO MYCKYJIaTyphl Y MAllMEHTOB C MBIILIEUHON Cl1aboCThi0, 00Y-
CJIOBJICHHOM TSIXKEJIBIMM MOPa>keHUSIMU TOJIOBHOTO MO3Ta pa3jInyHON 3TUOJIOTUU.
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(a)

Puc. 1. [TanmeHT ¢ XpOHUYECKUM HapylleHUeM co3HaHusl. [ry6okast aTpodust Ml (a), CracTuKa BEPXHUX

KoHeuHocTeii (b).

Llenbto uccienoBaHus OblIa XapaKTEpUCTUKA CTPYKTYPHBIX Y METAOOJIMYECKUX U3ME-
HEHUi B ckeJieTHbIX Mbllax y nauueHToB ¢ XHC ¢ rimybokoit arpodueii cKeIeTHBIX
MBI ¥ aHAJIMTUYECKOE COIOCTABJICHUE JAaHHBIX MO3UTPOHHOIN IMUCCUOHHOU KOM-
neiotepHoit Tomorpadum (ITBT/KT) ¢ 18F-dropnesokcurmokosoii (18F-OT) u pe-
3yJITaTOB MTATOMOPMOJOTMIECKOTO UCCISTOBAHMUS.

METOJbI UCCIIEJOBAHUA

B uccnenoBanue 6butn BKiItodeHbl 22 nanueHtra ¢ XHC (CAb, CMC), neuuBiiivecs B
oTHeJeHUM aHecTe3nojioruu u peanumanuu PHXU um. npod. AJI. TToneHosa. Mexmy-
HapoaHble Kputepun muarHo3a CADB: BoccTaHOBIEHWE peaKIUM MPOOYXISHUS — OT-
KpbIBaHUeE TJ1a3 Ha (hOHE OTCYTCTBUSI MPU3HAKOB OCO3HAHMS cebsl U OKpYXKalommux (OT-
CYTCTBUE TTOBeleHUYeCKMX peakinit). [1To mpenMyIecTBeHHOMY ITPOSIBJICHUIO CITOHTAaH-
HOM aKTMBHOCTHU BBIIEJSIOT MAIIMEHTOB C TMIIOPEaKTUBHBIM (TTaTojiornyeckasl 1mosa,
CrIacTUYeCKHe M BSUIbIE TeTparapesbl) U TUIeppeakKTUBHBIM (TUITepKUHE3bI, TTOCTIUITO-
KCUYeCKHMe MUOKIOHUU NEUCTBUS, APYrMe BUIBI 3KCTpAITMPaMUIHBIX HapyIICHWI)
6oIpcTBOBaHMEM. B 3aBMCMMOCTH OT YpOBHSI CO3HAHUSI MAllMEHTHI OBbIIN pa3iesieHbl Ha
Tpu rpyrmbl: I rpymnia — BereratuBHoe cocrtostHne (BC)/CAB — 6 mammeHToB, CpeaHuii
BospacT — 36 jer; 11 rpyrima — CMC “munyc” — 12 mauyeHToB, CpeaHuit Bo3pact — 36 JieT
(ot 19 mo 56 ner); 111 rpynma — CMC “mtoc” 1 “BBIXOI U3 COCTOSIHUSI MUHUMAaJIBHOTO
co3HaHus1” — 4 manyeHTa, cpeaHuii Bo3pact — 28 et (ot 22 go 32 nert). [IpomomkuTteab-
HOCTb HapyIIeHUsI CO3HAHUS — He MeHee 2 MeC. Ha MOMEHT BKITIOUEHUSI B ICCIIeTOBaHIE.

BceM naireHTaM, BOLIEAIIMM B MCCIEI0BaHKE, ObLT IIOCTABICH IMAarHO3 ITOJIMHERPO-
MaThsi KPUTHYECKUX COCTOSTHUI Ha OCHOBE KIIMHUYECKUX U/WJIN JIeKTPOGhU3NO0IOTYe-
CKUX MaHHBIX (puc. 1). Bbuta onpenesieHa pa3JIMyHasi CTEIEHb JIaTepaIU3allii CUMIITO-
MaTUKH: HEpaBHOMEPHOE paclipeie/ieHe U UBMEHEHUsI MBILIEYHOTO TOHYCa, OTHOCTO-
POHHME MOHO- WJIA TeMUIIApPE3bl U/MJIN MTapaIAdu.

Bce nponieayphbl, BHIMOJHEHHBIE B HAILIEM UCCIIEIOBAaHUUM C yYacTUEM JIIoIeit, COOT-
BETCTBYIOT 9TUYECKUM CTaHAapTaM HallMOHAJbHOTO KOMUTETA IO UCCIeI0BaTEIbCKOM
3TUKe U XeJIbCUMHKCKOM AeKiapaiuu 1964 1. u ee mocieayomuM U3MEHEHUSIM WA CO-
MOCTaBUMBIM HOpMaM 3TUKHU. Tak KakK Bce oOcienoBaHHbIe 00JbHbIE HA MOMEHT MpPU-
HSITUSI PELIEHUS O MPOBEICHUU TMAarHOCTUYECKON OMONCUM HAXOMUJIUCh B MaJIOM CO-
3HaHUU, COrjlacue Ha MpOBeJeHUE UCCIIEN0BaHUS BO BCEX CIydyasiX MOJYYeHO OT POJ-
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M =0.54 Av = 0.43
ROI 2 (PET)

M =0.24 Av = 0.17
ROI 1 (PET)

A

Puc. 2. TIDT/KT c 18F-®TI ckeneTHbIX MbIIL. AKCHaibHbIi cpe3. ROI 1 — perroH nHTepeca, MOCTPOEHHbII
HaJl OJKOXHOM XUPOBOI KJIeTYaTKOI MpaBoil BepxHeil KoHeuHocT; ROI 2 — pernoH nHTepeca, MocTpoeH-
HBI HaJl CKEJIETHOM MBIIILEH MpaBoil BepxHel koHeuHoctu, SUV .. (M) n SUcheuHui/'{ (Av) paccuuTaHbl

aBroMarnyecku B ROI 1 u ROI 2.

CTBEHHMKOB MalneHToB. MccienoBaHue omoopeHo JOKaIbHBIM 3TUIECKUM KOMHUTETOM
®dIreyY HMHUII um. B.A. AnmaszoBa. Bcem mauuenram BoinoianeHa IIDT/KT ¢ 18F-®AT
CKEJIETHBIX MBIIIII] TUIEYeBOTO TT0sICa, IS BBISIBICHUSI aCUMMETPUM METa00IM3Ma MBIIIIIL
MPOBOAWIOCH COIOCTaBIeHUEe cO IKajoil MbliedHoro ToHyca. I[19T/KT ¢ 18F-OT" BbI-
MOJIHSTA Ha (hoHE 6-4acoBOro rojiofa, B COCTOSTHUM cemauuu (rportodon 0.5—2 MKr/Kr/4)
Ha coBMmellleHHOM ckaHepe Discovery 710 (GeneralElectric). 18F-®AT" BBoaguJIv BHYTpU-
BEHHO cTpyitHO B 103¢ 125—250 MbBk. [19T/KT-ckanupoBaHue HaunHaJIu yepe3 40 MUH
nocie BBeneHus 18F-DJII" B craTmyeckoM peXuMe OJHOM aHAaTOMUYECKOil 30HBI (CKe-
JIETHBIX MBIIIILL TIEYEBOTO T0sica 00erx KoHeuHocTeil), mmutenbHoCcTh [19T/KT-ckanupo-
BaHUs cOCTaBWIa 3 MUH Ha Kaxnoe MoJyioXeHue Tororpadudeckoro crona, [19T/KT-
CKaHUPOBAaHUIO TIPEAIIECTBOBAJIa HU3KOMO3HAsI KOMITbIOTEpHAsl TOMOTpacdus 1T KOp-
PEKIIMY aTTEHIOAIINU.

Ananuz T19T/KT uzobpaxeHUil CKEJETHbIX MBI TJIEYeBOTO TOsica MPOBOAMIICS
npu nomoinu nporpammHoro nakera PET/CTReview, yctaHoBieHHOro Ha pabGouei
craHLiMM ToMorpada B padoueit cpene AdvantageWindowsWorkstation 4.6. s pacueTa
koabduumenra nqubdepeHuranbHOro HAKOIWIEHUST (KITH cxernerman summa/sup) OTIPEIETSIIA
crangaptusupoBaHHoe HakorseHue 18F-OAT u SUV oy B PETMOHaX MHTEpeca
(ROI), mocTpoeHHBIMU HaI CKEJIETHBIMU MBIIIIAMU (IeIbTOBUIHOM, IBYIJIABOM, TPEX-
IJ1aBOM M TUIEYEIyUYeBOI) 00erX KOHEUYHOCTEN 1 MMOAKOXKHBIM XHUPOM (puc. 2).

Jns maToMopdOJIOrM4ecKoro MCCAeIOBaHUSI BpauOM-XUPYPTrOM B YCIIOBUSIX “MaJioi
XUPYPrUYECKOM orepaluu’ OCYIIEeCTBIISUICS 3a00p MCCeayeMOi TKaHHW TOI MECTHOM
aHecte3ueil 1%-HbIM pacTBOPOM HOBOKaWHa, pa3Mep MBIIIIEYHBIX GUOIITATOB COCTABIISLT
1 X 1 X 1 cm. KpurepussMu UCKITIOUSHUS SIBJISUIMCH BOCITaJIeHHUE B 001acTH 3a00pa OMoI-
CHITHOTO MaTepuaja, HelepeHOCUMOCTb MECTHBIX aHECTETUKOB, TSKEJIash COMYTCTBYIO-
111as1 TIaTOJIOTUS (CeTcUc, MOJUOpPraHHas HEIOCTaATOYHOCTD, MTOYEeYHAasl HEMTOCTATOYHOCTh
B CTaJMU IeKOMITeHcalluu). Marepuajl, OMONTaThl IeIbTOBUIHBIX MBIIILIL (1. deltoideus), 3a-
OupaJcs ¢ ABYX CTOPOH, y 11 mMalreHTOB — YCJIOBHO 310pOBOii (6e3 mapes3a U CIacTUKu) U
0O0NBbHOI (C U3MEHEHMEM MBIIIIEYHOTO TOHYca U Tlape3aMmu) (22 6uornrara), y 1 mauueHTa
6e3 aTpouU MBIIIIL] — YCJIOBHO 3I0POBOTO (2 GuonTara).
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l'ucTonoruyeckoe rcciaenoBaHue BKJIIOYAIO B cedsl prkcalnio OMoNnTaToB B 3a0yde-
peHHoM 10%-HoOM pacTBOpe HelTpaibHOro opMalnHa, MPOoBeAeHUE CITMPTOBOM MpPo-
BOJIKM U 3aJIMBKY B TapaduH. Ha porailuioHHOM MUKpOTOME Moiydaiau napacuHOBbBIC
cpe3bl TOJMIIUHON 5—7 MKM. [ajiee TUCTOJOrMYecKue mpernapaTbl OKpallliBaIucCh MO
CTaHJAAPTHBIM MPOTOKOJIAM C MCITOJIb30BAHMEM OKPAaCOK reMaTOKCUJIIMHOM U 03MHOM,
IUJIST UBYYEeHUSI CTPYKTYPBI COSAMHUTETLHOM TKAaHW MUKPUHOBOM KUCJIOTOM M (DYKCUHOM
no metony Ban 'm3ona. JI1g 12 6uomnraToB IIpolieaypa BOCIIPOU3BEACHA C OIpeAcICHM -
€M CpeTHEer0 3HAYEHUS TSI CTOPOHBI C Iape3oM U Oe3 Imapesa.

Mmmynorucroxumudeckue (MI'X) peakiimy BBITOMHSIUCH Ha MapadrHOBBIX cpe3ax
MO CTAaHIAPTHOMY IPOTOKOJTY, C IEMAaCKMPOBKOI aHTUTeHa Ha BOAsiHOM GaHe. Mcrmonb-
30BaJINCh MEPBUYHBIE aHTUTeNIA K nucTpoduHy — dystrophin (ab85302; 1 : 150), 6exim-
Hy-1 — beclin-1 (ab62557; 1 : 100), muo3uny — myosin (Fast, DBS; 1 : 150), necMuHy —
desmin (DBS; 1 : 50). Cucrema Busyanusauuu dupmsl DBS. st MopdomeTpuyeckoit
OLIEHKHU CTeTNeHU aTpouu M KOJUYeCTBa OBICTPBIX MBIIIEYHBIX BOJOKOH TPOBOAMIICS
MOoJCYET 0OI1Iero KoJMUecTBa MUOIIMTOB Ha MOIMEPEUHbBIX Cpe3ax B ISITH TMOJISIX 3peHUsI C
orpe/iesIeHUeM CpeHero 3HaueHusl. lcnoib3oBajicsl pydHOI aJITOPUTM TO/IcU€eTa B IPo-
rpamme ImagelJ.

[Tpou3BOAMINCH BBIYUCIIEHUE KOJTUUECTBEHHBIX JAHHBIX CPeIHEro apumMeTHnIecKoro
(M) n omn6ku cpeaHero (m). Paznuuus cuutanuck 3HauMMbIMu Tipu p < 0.05. TTpume-
Hsiest U-tect ManHa—YuTHHU, a Takke Kputepuii cornacus ITupcona. Cratuctuaeckas
00paboTKa MOIYyYeHHBIX Pe3yIbTaTOB IIPOBOAMIIACH C IIOMOIIBIO IIporpaMMbl Microsoft
Office Excel 2010.

PE3VYJIIBTATBI MCCIIEAOBAHUA 1 UX OBCYXIEHUE
II9T/KT c 1SF-®AT

DAT-TIDT/KT sgBasieTcsl BaXKHBIM TMOPUIHBIM METOIOM BU3YyaJIM3allM B OHKOJIOTHU,
Kapauosioruu u Heposioruu. O/, SBIISASICH aHAJOTOM TIIIOKO3bI, MOABEPTaeTCSl CXOXUM
TpaHchopMaysIM B XXUBBIX TKaHsX. [lomamast B KJIeTKy, oHa (ochOopuInpyeTcs 10 ITI0KO-
30-6-(ocdara u nanee meradonusupyercst. OgqHako O/, SABISSACH 2-Ie30KCUNTIOKO30i4, He
MOXET yIep>XKUBaThcst BHYTpU KiieTKU. [Torommenue M/ kiieTkaMy 3aBUCUT OT TPAHCIIOP-
TEPOB [TIOKO3bl, B3aMMOCBSI3aHHBIX C €€ YPOBHEM B CbIBOPOTKE KPOBHU, a TAKXKE IPYIUX (hak-
TOpoB [14]. OKucAeHe XXUPHBIX KUCIOT SIBJSIETCSI OCHOBHBIM MCTOUYHUKOM 3HEPruu ISt
CKEJIETHBIX MBIIIL B COCTOSIHUU TMOKOsi. B HOpMe CKeJlleTHble MBILILbI JEMOHCTPUPYIOT
Msirkoe romoreHHoe norsioiieHue 18F-DJII" ¢ 06bIYHBIM MaKCUMAaJIBHBIM CTaHAAPTU3UPO-
BaHHBIM 3HaYeHUeM NOTIOMEHUS (SUV ay v /supopoit kiervarx) B AMaMazoHe ot 0.5 1o
2.2 [15]. JeHepBallMOHHBIE M3MEHEHUST MBIIII MOTYT CONPOBOXKIATHCS ITOBBIIIICHHBIM
nomtomienun OI. HeckonbKo MccaeqoBaHWiA Ha KMBOTHBIX MOJIEJISIX MTOKa3aJiv, 4TO
MOBBILIEHHBII META00JIM3M IJIIOKO3bl B JEHEPBUPOBAHHOMN MBILILIE MOXHO 3apeTUCTPHU-
poBaTh yXxe uyepe3 1 Head., HO yepe3 5, 8 u 10 Hen. pasHuna B norjoieHuu O mexny
JMIEHEPBUPOBAHHOMN M KOHTPOJIBHOM MBIIIIAMU CTAHOBUTCS He3HauMTeNbHOM [16]. Mc-
ciienoBaHusl MeTtabom3ma cKeneTHbIX Mblii MetogomM DAT-TIDT/KT y naimueHTOB ¢
XPOHUYECKUM HapylIeHUEM CO3HAHUSI, COUETAHUSIMU LIEHTPAJIbHBIX U TepucepruIecKuX
nape30B B JOCTYIMHBIX UICTOYHUKAX HAMU He HalIeHbI.

Hamu ycraHOBIIEHO, YTO YPOBEHb META00IM3Ma MIIFOKO3bI B CKEJIETHBIX MBIIIIIAX Y Malli-
€HTOB TpeX TPYIIN JOCTOBEPHO CHIKEH IO CpaBHEHUIO ¢ KOHTposieM. [Tokazarenu mexmy
TpyIIIaMy He MMEJIA CYILIeCTBEHHOM pa3HULIBL, KpoMe mameHToB 11 rpymmsr (CMC “munyc”), B
KOTOPOI1 3apericTprpoBaHbl Hanbosee HU3KYe MoKazaTe/. 3HaueHs KoadduieHTta mudde-
PCHIMAIBHOIO HAKOIUICHU:A (KZ[H) SUVmax CKeJIeTHast MyCKyJlatypa / SUVmax B XKMPOBOM KJleTYaTKe? cpen-
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Tabauna 1. Cpennue sHayeHus Koabduuuenrta nuddepeHunanbHoro HakomieHus SUV o e
netran mycxyrarypa/ SU Vmax sxuposast kneruarkas CPSIHUI OaJUI TI0 IIKaje AIIBOPAA ¥ LIKAJIe OLICHKH
mIyOOKUX pedIeKCOB ISl MAllMEHTOB Pa3JIMUHBIX TP

Hccnenyemble MBILIIIBL TIPaBOit Ppynmbt

¥ JIeBOJt pyKu I I 11 KOHTDOJTB
JlebTOBUAHAS Jlesast 2344039 | 2344079 | 2.13+0.76 | 2.47+0.51
MbIIa Tpasas 242+ 117 | 2.05+0.46 | 2.89+2.30 | 4.20+1.06
JByrnaBas mpia | JleBas 2.44 +0.94 1.96 + 0.64 2.32+0.54 2.97 £ 1.57
fieta Tpasas 247+0.93 | 1924077 | 3.10+2.37 | 3.09+2.36
TpexrnaBas mbiiua | Jlepast 2.31 £ 0.47 2.20+0.70 2.34+0.90 331+ 1.18
fieta Tpasas 245+0.67 | 1.97+0.72 | 2.97+2.50 | 3.98+2.25
[MnevenyueBas JleBas 2.93+1.22 2.64 +0.65 2.22+0.82 —
MBI Tpasas 2.69+0.91 | 2.06+0.69 | 3.42+2.36 -
Baut o mkase Jlesast 2.83+0.93 | 240+0.76 | 2.66+ 1.13 0
Amsopaa Tpasas 283+ 117 | 2.50+0.81 | 3.00+0.98 0
Baut o wkane Jlesast 166 +0.65 | 2.00+0.62 | 1.66+ 1.49 2
OLICHKH PEMIEKCOB | pops g 1.66+0.82 | 1.80+0.58 | 1.66=+ 1.49 2

I'pynner: I — ¢ BC/CAB, Il — ¢ CMC “munyc”, III — CMC “mmioc”.

Tabmmua 2. Cpegnue 3HaueHMs KoddduuneHTa nuddepeHumantsHoro HakoreHust SUV,
CKeJIeTHasI MyCKynaTypa/ SUche;LHMﬁ B X1poBoii kietyarke A1 NTALLIUEHTOB PA3JIMYHbIX IPYIIIT

pEeIHUI

Hccrtemyembie MBIIIIIBI TPaBOi Tpynmna
1 JICBOM PyKH I 1 11 KOHTPOJTh
JenbToBUIHAS JleBast 1.21 £ 0,33 1.97 £0.70 1.72 £ 0.45 2.18 £ 0.61
MBIIILAa
TMpasast 1.81+0.89 | 158+037 | 1.83+137 | 3.08+0.93
JIByrnaBast mbia | Jlepas 2.07 £0.91 1.57 £ 0.49 1.74 £ 0.34 1.91 + 1.45
feta Tpagast 204+0.70 | 13640518 | 1.93+128 | 235+ 125
TpexrnaBas mbitia | JleBast 1.90 £0.39 1.79 £ 0.62 1.60 £+ 0.08 2.59 +£0.98
cya
e Tpasas 2024068 | 1.69+054 | 183+126 | 3.38+1.00
[reuenyuesas JleBas 243+1.01 | 2024059 | 1.77+0.58 -
MBEIIIa
Ipasas 234+086 | 171+£0.60 | 2.41+168 -

I'pynner: I — ¢ BC/CAB, Il — ¢ CMC “munyc”, III — CMC “mmioc”.

Hero 0aJiia I10 IIKaJjie CIIaCTUYHOCTHU Al opTa 1 OaIbHOM OLIEHKU TIIyOOKNX pedIeKCOB

npeacTaBieHbl B Tao 1.

VY Bcex MalMeHTOB, B TOM YHWCJIe KOHTPOJIBHOI T'PYIIbI, BBISIBJICHA aCUMMETpPUsI Ha-
korieHus 18F-MJIT" B mpaBoii u ieBoii pyKe. Y mauueHToB I rpyImsl cpenHue 3HaYeHUS
metabonusma 18F-D/IT 6pu1n Hanboiee BRICOKMMHM B MBIIILIAX JIEBOM PYKU, a Y TTallueH-

ToB B III rpynmer — nipaBoii.
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Puc. 3. Tucronornyeckue rmposiBAeHUsI CTPYKTYPHBIX U3MEHEHU B CKEJIETHOM MBIIIIIE BEPXHUX KOHEYHOCTEIA.
Okpacka reMaTOKCUJIMHOM 1 303MHOM. YBeamdeHue X400.

(a) — pa3Has cTeneHb aTpo(uu MBIIEYHBIX BOJOKOH (1), HauaabHbIE MPOSIBICHUS MHONIM3a (2), CMelleHre
sIep K ueHrpy (3);

(b) — “3MeeBUIHAsT U3BUTOCTh” UCTOHYEHHBIX MUOLIMTOB (1), LIEeHTpaibHOE MosIoXeHue siaep (2).

Tucmonoeuueckoe uccaedosanue

I1pu rucrosiornyeckom ucciaenoBaHum y 6oabHbiXx ¢ XHC Habmogancs pa3Hblii nua-
METP MBIIIEYHBIX BOJIOKOH. B MBIIIIEUHBIX BOJOKHAX BBISIBJieHa pa3Hasl CTeleHb BbIpa-
JKEHHOCTHM aTpOo(UIEeCKUX, TUCTPOPUIECKUX M CKIEPOTUUYECKUX U3MEHEHUI, KOTOphIe
MMeJIM MO3audHbIii XxapakTep (puc. 3.) O6HapykeHa MUTpalus siiep OT CapKOJEeMMBbI B
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Puc. 4. OuaroBasi MoTepsi IeCMUHA B OTAEIbHBIX MBIIIEYHBIX BOJTOKHAX. FIMMYHOTHCTOXMMUYECKOE UCCIIEIO-
BaHue. YBenuueHue x400.
1 — HOpMaJIbHOE pacrpeesieHue IeCMUHA M0 Z-JTUHUSIM, 2 — CTEPTOCTh U CHUXKEHME MHTEHCUBHOCTU OKpa-

HIMBaHUSI JECMUHOM.

LIEHTP, YTO XapaKTepPHO JUIS JeHEPBUPOBAaHHBIX BOJOKOH. BbIpaskeHHBbIE aTpodUYeCcKH-
nrcTpodUyecKrue U3MEHEHUsT U CKJIepo3 Ipeobiajaiv Ha CTOPOHE Iape3a BO BCEeX CIIy-
yasx. KjieTouHoil BocnainTebHOM MHMWIBTPAMA He HaOII0IaI0Ch.

MMMYHOTIMCTOXUMHNYECKOE MCCIIEAOBAHUE

Jecmun. OTHUM U3 paHHUX MUOTEHHBIX MapKEePOB CKEJIETHBIX MBIIIIII STBIISICTCS] OEJIOK
ceMeiicTBa MPOMEXYTOYHBIX (hriaMeHTOB — necMuH (desmin). Mi3BecTHa pojib Geka B
TOTePXKaHUY TTIPOYHOCTH M CTaOMIBHOCTH KJIETOK, TIPU HEMOCTaTKe MECMUHA MBITIIIBI
CTaHOBSTCSI XPYITKUMU U IETEeHEPUPYIOT B TIpOliecce MOBTOPHBIX cokpaittieHuii [17]. [pu
uccaenoBaHUM 22 6UONTaToB OT 11 MalMeHTOB BO BCEX Cyvasix 0OHapy>KeHO HepaBHOMED-
HOE CBETJIO-KOPUYHEBOE OKpalllMBaHUE C KOHTPACTHPYIOIIUMU TEMHO-KOPHMYHEBBIMU
yJacTKaMU B 00J1aCTU Z-T10JI0C Ha MPOTSKEHUY BCeil MBIIIIEYHOU KiIeTKU. OOHAPYKEeHBI
oyvaroBast MOTepst IECMUHA, CTEPTHI PUCYHOK Z-ITHCKOB, YTO YKa3bIBaeT Ha pa3pO3HEH-
HOCTh CTPYKTYPHON W MEXaHWYECKOM IIeJIOCTHOCTA COKPATUTEILHOTO amapaTa B MbI-
IIEYHBIX TKaHsX (puc. 4).
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D Kourpois, p = 0.05 D Cropona 6e3 mnapesa, p = 0.56 . CropoHna napesa, p = 0.08

0.82

Puc. 5. Cpem—[ee OTHOLLIEHNE OBICTPBIX MBILLIEYHBIX BOJIOKOH K ME/UIEHHBIM y MTAlIMEHTOB C XPOHUYECKHUM Hapy-

LIEHUEM Co3HaHMs (1 = 6) 1 KOHTpoJsieM (n = 2).

Muo3un. OcHoBHas1 ¢yHKIIMSI MUO3MHOBBIX OEJIKOB B MBIIIIEUHBIX BOJOKHAX 3aKJIIO-
YaeTcs B CIIOCOOHOCTH MPUBOIUTH B IBMKEHUE TTONIEPEUHOITIONOCAThIC W TIAIKUE MBIIII-
1kl 3a cueT AT®a3Hoi akTUBHOCTH MUO3MHA [ 18]. YI3BecTHO, 4TO Ipu 06e30BUKUBAHUN
Habmonaercst TpaHcopMalusi MeIJIEHHBIX MbIIILL B ObicTpbie [19]. UMeHHO mosToMy
OCHOBHBIM KPUTEPHEM HCCICIOBAaHUS MaTepuaia OT 6 MallMeHTOB IMOCTYXII KOJIMYe-
CTBEHHbIN METOJ OLIEHKM OBICTPBIX U MEUIEHHBIX BOJIOKOH. [Jis1 MccieayeMoil rpyImbl
Ha CcTOpoHe 0e3 Iape3a oTMedasiach TEHACHIMS K YBEJIWYEHUIO KOJIMYECTBA OBICTPBIX
MBIIIIL W elle GoJjiee BRIpaXKEHHOE 3HAaYMMOE yBelWMYeHUe Ha CTOpoHe Tapesa o 30%.
(puc. 5). [NonyyeHHbIe JaHHbBIE YKA3bIBAIOT Ha MpeobiiaiaHre ObICTPHIX BOJIOKOH Ha CTO-
poHe mapesa (tabi. 3). Hapsimy ¢ MHTEHCMBHBIM OKpalllMBaHWEM IIUTOILIA3MbI, 9aCTh
MBIIIIEYHBIX BOJIOKOH MMeJIa c1aboe OKpallliBaHKUe, YTO MOXKET OBITh CBSI3aHO ¢ (PYHKITH-
OHAJIBHOI TTepeCTPONKOI MBI, HAXOMSIINXCS B TMEPEXOTHOM COCTOSTHUM OT MeIJIeH-
HBIX K OBICTPBIM (pucC. 6).

Jucrpodun. OcHoBHast yHkuus auctpoduHa (dystrophin) — yyacTue B MBIILIEUHOM
COKpallleHNH 3a cueT (hOPMUPOBAHUS C IPYTMMU OeIKaMu MeMOpaHbI U OeJIKaMU BHE-
KJIETOYHOI'O MaTpUKCa TUCTPOPUH-TIPOTEMHOBOro Komiuiekca [20]. B ponu cTpykrypHOTro
Oesika OH 00eCTIeUMBAET IIEJIOCTHOCTb MBIIIIEUHBIX BOJIOKOH, CTAOMIU3UPYET KIETOUHYIO
MeMOpaHy U yBEJIMYUBAET €€ COIMPOTUBRIISIEMOCTD ITPU MBIILIEYHBIX coKpaleHusx [21]. [Ipu
UcCIea0BaHUM Ha NUCTPOMPUH NOAYEPKHYTO ONpeaesisijiach U3BUTOCTh U “CXKAaTOCTh” BO-

Taomuua 3. Mopdomerprueckre XapaKTepUCTUKKM MBITIIEYHBIX BOJJIOKOH B IPYIITie GOJIBHBIX C XPO-
HUYECKUM HapyllIEeHUEM CO3HAHUSI U KOHTPOJIbHOII rpymrie, (M *+ m)

I'pyrina 60JbHBIX C XPOHUYECKUM
KoHnTponb HapyllleHUeM CO3HAHUS n = 6
n=4
N=14 cTopoHa 0e3 nmapesa CTOpOHA Mape3a
N=14 N=17
KonuyecTBo MUOLIMTOB 0.76 £ 0.05 0.82 £ 0.56 1.15 £ 0.08*
OGBICTPOrO THUIIA B MOJIE
3peHUs, 1IT.
d, MKM 84.56 +0.32 69.66 + 0.61 57.34 +£0.28

d — cpeiHee 3HaYeHUEe TMaMeTpa MbILIEYHOM KJIETKU 1eIbTOBUAHON MBILILIBI, MKM.
N — KOIMYECTBO cllyyaeB, N — KOJIM4ecTBO Tnoneit 3penus, *p < 0.05.
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Puc. 6. PaznuuHasi MHTEHCUBHOCTb OKPALIMBAHMST MBILIEYHBIX BOJIOKOH IPU UMMYHOTHCTOXMMUUYECKOM peak-

1LIMY C aHTUTEJIAaMU K MUO3MHY OBICTPBIX MBILILL. YBeauueHue x400.

Puc. 7. UMMyHOrrMcToXuMudecKasi peakius K TucTpoduHy. YBeanyeHnue X200

(a) — HA MPOIOIBLHOM Cpe3e U3BUThIE, UCTOHUYEHHBIE MBIIIIEYHbIE BOJOKHA, PA3MBITOCTH MEMOPaH;

(b) — Ha MoNEepeYHOM Cpe3e 04aroBoe MCUe3HOBeHUE AMCTPOHHA B MEMOpaHaxX, rpyIina KPYIMHbIX MbILIEYHBIX
BOJIOKOH C COXPaHMBLIMMCS AUCTPODUHOM B MeMOpaHaX Ha CTOPOHE Iape3a.

JIOKOH, JEMOHCTPHMPYIOIIME MEIIMICYHYIO aTpoduio, “3aTsSKKM” MeMOpaH MHOLIMTOB
(puc. 7a). OTMedYeHa HepaBHOMEPpHAsI MHTEHCUBHOCTh HAKOIUICHUS TUCTPODUHA B MEM-
OpaHe MBIIIEYHBIX BOJIOKOH C ITOSIBJICHHEM “U3bEeIeHHBIX YYAaCTKOB BILUIOTH JO OYaro-
BOi1 moTepu aucTpodrHa, 0coOOeHHO OJIMXKe K capkoiemMMme (puc. 7b). HaGnionaemble uz-
MEHEHMST HOCWJIU B OOJIbLIIEl CTeNeHU 04aroBblii Xxapakrep. Jeduut ctabuin3upyonero
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Puc. 8. OuaroBasi LMTOIUIa3MaTYeCcKasi dKCnpeccus: 6ekianmHa-1 B Muonmurax. MIMMyHOTMCTOXMMUYECKAsT pe-

aknus. Yeeamuenue X200.

Oeska MeMOpaHbl CKEJIETHBIX KJIETOK JUCTPO(UHA MPUBOIUT K TOBBIIIEHUIO XPYITKOCTH
CapKOJIEMMBI, a TAKXe K IMCEBAOTUNEPTPOGUN MBIIIIIL U MblllIedyHOo atpoduu [22]. Tak, Ha
CTOpPOHE TIape3a BBISIBJISIUCH TPYIITbl KPYITHBIX MBIIIEYHBIX BOJOKOH C PaBHOMEPHOM
9KCIpeccueil AucTpoduHa BAOJIb MOJTHOLIEHHOI MeMOpaHbI.

Bekmun-1. AlbTepHATUBHBIM MEXaHW3MOM, CIIOCOOCTBYIOLIUM Aerpagallii U MoTepe
KJIETOK T10J1 BJIUSIHUEM HeOJIaronpusTHbIX (aKTopoB, siBiseTcs ayrodarus [23]. Ocobyio
POJIb B KOOpAMHAILIMK TAHHOTO Mpoliecca 3aHMMaeT 6ey1oK 6exkyinH-1 (becline-1). B mpo-
BEIEHHOM MCCJIEIOBaHUM, BO BCeX 6 Cydasix, HabIoAanoCch Kak eIMHUYHOE, TaK M OYa-
roBO€ ILIUTOTIJIa3MaTUYECKOEe OKpalllMBaHUE MBIIIEYHBIX KIeToK (puc. 8). Heobxommumo
3aMETUTh, YTO U3y4aeMblil MPOLIeCC MPUKU3HEHHON yTUIN3allui METa00IUTOB KJIETKHU,
MOIBEPTHYBIINXCSI U3MEHEHUSIM, BXOIUT B €CTECTBEHHBIN ITpOIIecC TaK Ha3bIBAeMOTO
“3amporpaMMHUPOBAHHOTO BbIKUBaHUS KJieTku” [14].

Moppomempuueckoe uccaedosarnue

IMpu noacuere KonmyecTBa OBICTPBIX MBIIIIIL B ITpeTiaparax y nmauueHToB ¢ XHC u KoH-
TPOJIBHOM TPYIIIe, BBISIBJICHHBIX TP UMMYHOTHCTOXUMUYECKON peaKkiii ¢ MUO3UHOM
OBICTPBIX MBIIII, OTMEUEHO 3HAYMMOE YBEJIMYECHUE CPEIHEro KOJIWYecTBa OBICTPBIX
wmbii y naimeHToB ¢ XHC 6osiee BpIpakeHHBIMU Ha CTOpOHE Tape3a. MopdomeTpurue-
CKHMe TIoKa3aTe/iM IMaMeTpa MBIIIEUHBIX KJIETOK MPOJEMOHCTPUPOBAIN YMEHbBIICHUS
CpeaHero 3Ha4YeHUST MBIIIEYHOro BoJIoOKHaA y IanumeHToB ¢ XHC, moarBep:kmaromiuie
aTpo(dUIo CKEJNETHBIX MBIIIIL ¢ 60Jiee BEIPAXKEHHBIMU MTPOSIBIICHUSIMU Ha CTOPOHE Tlape3a
(Tabm. 3).

Takum o6pa30M, CTPYKTYPHBIC M3MCHCHUA CKEJICTHBIX MbIIIL Y IMMAaHMECHTOB C OJIN-
TCJIbHBIM HAapYIICHUEM CO3HAHUS ITPpU pa3BUTUHN HOHHHeﬁpOHaTHH N MUOIIaTUN KPUTHU-
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YEeCKMX COCTOSTHUM SIBJISIIOTCSI HEOTHEMJIEMOI YaCThIO JAHHBIX CHHIPOMOB U HOCST TPO-
rpeccUpyrolrii Hecnelu@UIecKuii fereHepaTuBHO-aTpO(hUIECKUt XapaKTep.

PesynbraThl aHaiM3a MeTaboIM3Ma MBI TJIedeBoro rnosica y nammeHToB ¢ XHC ¢
npuMmeHeHueM [1OT-KT ¢ 18F-I" moka3sai, 4To HeCMOTpsI Ha HaJW4dre TeTpamapesa C
CUMMETPUYHBIM U3MEHEHHEM MBIIIIEYHOTO TOHYCa U IIyOOKMX pedIeKCoB, Y BCeX Mall-
€HTOB HaOJIIoJaeTCs OTYETIMBAsI acUMMeTpUst MeTtaboansma 18-DT B mpaBoii U j1eBOit
pyke. IIpudeM, y alIMEHTOB Y TallMEHTOB TpaBIleil (MCXOas U3 TaHHBIX aHaMHe3a, Oe-
celbl ¢ POJCTBEHHUKAMM) C YCTOMYMBBIMU TTpU3HAKAMM CO3HAHUSI aKTUBM3AIIMsI MeTa-
6oJIM3Ma OTMedeHa B MBIIIIAX MpaBoii pyku. Ha Hal B3IJIsII, 9TO MOXET SABISATHCS KOC-
BEHHBIM J10Ka3aTeJIbCTBOM 0o0Jiee ObICTPOro BOCCTAHOBJIEHUSI (DYHKIIMIT MOTOPHOM KOPbI
JIOMMHAHTHOTO TOJIyIIapusl.

MetaGonusm DI cBsI3aH ¢ IPOU3BOJLHOM (pa3roBop, XKeBaHUE U (U3UUYECKUE
YIIPaXKHEHUST) U HETTPOM3BOJIbHOUM MBIIIEUHONW aKTUBHOCTHIO (OABINIKA, CITACTUKA), KO-
TOpBIE MMPUBOIAT K MOBbIIIEHHOMY TToroiieHue 18F-®/IT B MblilieyHOi TKaHU. B 3aBu-
CUMOCTH OT YPOBHSI MHCYJIMHA B TIJIa3Me MOXET YBEJIMYMBATHCS HAKOTUIEHUE TJIFOKO3bI
MbIILaMU, MHAyUupys TpaHciaokauuio GLUT-4 u3 BHYTpUKIETOUHBIX BE3UKYJT B IJIa3-
marnyeckyo MmemOpany. GLUT-4 takke MOXET yBEJIMYUTD MOIVIOIIEHME TJIIOKO3bI CKe-
JIETHBIMY MBIIIIIAMHA B IIOCTIIPAaHAMAIbHOM cocTosiHMU [24]. OnucheiBaoT nuddy3Hoe
cHrkeHue pukcauuu 18F-®T B MblIIIIAX IUIEUEBOrO MOsica y NAllMEHTOB C YMEPEHHOM
aKTMBM3alMel MeTab0IM3Ma MBIIIIIL, CBSI3aHHBIX C MOTOPHOI KOPOI TOMUHAHTHOTO MO-
Jlyliapusi.

PesyabTaTsl TMCTOIOTMYECKUX MCCIIENIOBAHUI HE BBISIBUJIM KaKOW-JIMOO pa3HUIIbI B
3aBMCUMOCTHU OT YPOBHSI MeTabonu3Ma. ATpodust, 1uctpodust 1 MUOJIU3 HAOTIOIATUCH
BO BCeX 00pa3lax MbILLIEYHON TKaHU. B MbIlIEUHBIX IpyIinax 30H UCXOAHOTO Tape3a 3TU
mpolecchl OblIU OoJiee aKLIEHTUPOBAHbI, HO MPUHLIMIUAIBHBIX PAa3IUUUil Mbl HE OOHa-
PYXWIIU.

Atpodudecku-gucTpodruyeckue U3MEHEHUs] COIPOBOXIAJINCH MOBPEXICHUEM CO-
KpaTUTEJIbHOTO armapaTa U paspylieHueM necMuHa. CUTHaJIbHBINA OeJTOK JECMUH BXO-
IIUT B COCTaB CapKOJIEMMbI MBIIIIEYHBIX BOJIOKOH 1 00eCIieunBaeT ee CTabuIbHOCTD. Je-
rpagalus UUMTOCKEIEeTHOro Oejika MIPUBOAUT K HApYIIEHWIO OCHOBHBIX €ro (hyHKIIWi C
MOCJEAYIOIIUM HapylIeHUEM LIeJIOCTHOCTM MeMOpaHbl 1 JereHepallMy MBIIIEYHBIX BO-
JIoKoH [17, 25]. Ha HayanpbHBIX cTagusIX AereHepalny BKIIIOYAIOTCSI BCIIOMOTraTe/IbHBIE 1
3alIUTHBIE (PYHKIIMM OpraHu3Ma, oOecrevyrBalolie aKTUBHYIO pereHepalnio Mbllliey-
HBIX ¢pubpwI. [1pu HapylmeH MexaHW3Ma pereHepaluy HaOJIodarTCs TUCTpodmuie-
CKHre u3MeHeHUs 1 ¢pubpo3upoBaHue TKaHU. [1ogoOHbIe M3MeHeHMs MBI HAIIUTXA B MBIIII-
1ax MaluMeHTOB C OTPAHUYEHHON MOJABUKHOCTBIO B BUNIE JETr€HEPaTUBHbIX U3MEHEHU.
IMonHast u/uay yacTUYHas 1orepst 6ej1Ka, IIaBHBIM 00pa30M JIOKAJIU3YIOIIETrocsl B paiio-
He Z-I1UCcKa capKkoMepa, CBUAETENbCTBYET O HAPYIIIEHUU CTPYKTYPHOW U JUHAMUYECKOM
LIEJIOCTHOCTH KJIETKY BO BpPEeMsI COKPAIIEHUSI U Mepeiayu YCUIIUSI C COKPATUTETBbHOTO arl-
napara Ha MeMOpaHy ¢ oJAMeMOpaHHbBIM LIUTOCKeeToM [17].

VYBenuueHre KOJMYECTBA BOJIOKOH OBICTPOTrO TUIIA YKA3bIBAET HA YMEHbIIeHUEe (PU3U-
yecKoit Harpy3ku. [TojiHO# aTpoduu MBILLIEYHOIO anrapaTa NpernsTCTBYIOT U3MEHEHUSI
MHUO3MHOBOIO (DEHOTUIIA MEIJIEHHBIX BOJIOKOH B OBICTpBIC, B PE3Y/IbTATE YETO COXPaHSsI-
eTcs 00beM MMOGUOPWULSIPHOTO amliapara. DTa peaKlus SIBJSIeTCS MPUCIIOCOOUTEIb-
HOM B YCJIOBUSIX CHMIKEHUST (DU3UUECKOI HATPYy3KM U U3MEHEHHbBIX HEMPOTPOGUIECKUX
BozaeiicTBuii [25]. [1o naHHBIM JIUTepaTyphl, IIePeCcTpoiikKa CKEJETHBIX MBIIIL B ObICTPbIE
MPOMCXOAUT NMPU HAPYLICHUSIX MHHEPBALIMU Y MALMEHTOB C ITOBPEXACHUEM Pa3IMYHOMI
3THOJOTUU. B 3KCcneprMMeHTax Mpu MOJIHOM “OTKJIIOYEHUM” CITMHAIbHBIX MOTOHEpO-
HOB TaKKe Ha0JII0JaeTCsl CABUT MUO3UMHOBOIO (peHOTHUIA B “OBICTPYIO” CTOPOHY [26].
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ITpoBeneHHbIE paHee UCCIENOBaHUSI MOKA3aJIM, YTO aKTUBALIMSl HEKOTOPBIX MapKe-
POB KJI€TOYHOM ayTodarum HauYMHaeTCs yxKe IMmociie 24 4acoBOro o0e3a1BUKMBaHUSI ye-
JnoBeka [14]. MHnmManms Takoi KJIETOYHOI IIpOorpaMMBI CBsI3aHa C BO3IACUCTBUEM pa3-
JIMYHBIX UHAYKTOPOB KJIETOYHOTO CTpecca, Harpumep, TaKuX Kak Ie(UILIUT MUTATeIb-
HBIX BEIIECTB U TMoOBpexaeHue opraHesn [27]. HeoGxomumMo oTMeTHUTh, UTO IIpOLIECC
ayrodarum mMmeeT pasHoe (pyHKIIMOHATbHOE 3HAYEHUE, B OJHUX CIIy4asiX OH MOXET Bbl-
CTynaTh KaK pernapaTuBHOE SIBJIeHME U 00ecTieunBaTh BbIXKMBAHME KJIETKU 32 CUeT MOOM -
JIN3alMU ee pecypcoB [28], B Ipyrux, Kak MeXaHMU3M 3arporpaMMUPOBAHHON KJIETOUHOM
rubenu [29]. LlenTpanbHyio poJib B mpoliecce ayTodaruu u odecrneyeHnu ceKBecTpaluu
opranesu1 urpaet 6exinuH-1 [30]. [IpruHMMass BO BHUMaHUE UTOILIAa3MAaTHUIECKYIO 9KC-
npeccuio 0ejika U pereHepallMOHHYI0 CITOCOOHOCTh KJIETOK MUOCATE/UIMTOB U MUOCUM-
m1actoB [19], MOXXHO roBOpUTH O posiv ayTodaruu Kak MexaHu3Ma 3alporpaMMUpOBaH-
HOTO BBIXKMBAHUSI KJIETOK.

SAKJIIOYEHUE

CTpyKTypHBIEC U3MEHEHMUSI CKEJICTHBIX MBIIIILL Y TTAIIMEHTOB C JUTUTEbHBIM HAPYILICHU -
€M CO3HaHUS MpU Pa3BUTUM MOJIMHEUPONATUX MU MUOIATUM KPUTUYECKUX COCTOSIHUIM
UMEIOT HecnennpUuIecKuil fereHepaTuBHO-aTpOoGUUECKUA XapakTep U 0ojiee BbIpaxke-
HBI Ha CTOpOHE nape3a. MeTrabonueckre M3MEHEeHMs, OlLICHUBaeMbIe 110 YPOBHIO MeTa-
6ommn3Mma 18F-DJIT", pa3BuBaloTCs CHMMETPUYHO, BHE YETKOM 3aBUCUMOCTU OT MEIIIIEY-
HOTO TOHYCa U IIYOOKUX pedIeKCOB, C OIpeae/IeHHBIM TPUOPUTETOM B CKEJIETHBIX
MBILILAX, UHHEPBUPYEMBIX JOMMHAHTHBIM MoyliapueM. HabmomaeMasi B KJIMHHUYE-
CKOI1 IIpaKTUKE BO3MOXHOCTb BOCCTAHOBJIECHUS (PYHKIIMI CKEJIETHBIX MBILIILL C TIIyOOKM-
MU CTPYKTYPHBIMHU U META0OJIMYECKUMU U3MeHeHUsIMU y nlaineHToB ¢ XHC yka3sbiBaer
Ha UX BBICOKMIi pereHepaTUBHBIN ITOTEHLIMAJ, CBI3aHHbII C aJallTUBHBIMU MEXaHU3Ma-
MU CTPYKTYPHO-(YHKLIMOHAIBHOM MEPECTPONKU MbIILIEYHBIX BOJIOKOH.

NCTOYHUK ®UHAHCHUPOBAHUS
Pa6otra nogmepxana rpantoM POD®U Ne 19-29-01066.
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Structural and Metabolic Changes in Skeletal Muscles in Patients with Chronic Disorders

of Consciousness — on the Issue of Critical Illness Polyneuromyopathies
(Pet-Pathomorphological Study)

S. A. Kondratyev?, E. N. Skiteva?, Yu. M. Zabrodskaya® *, D. V. Ryzkova“,
E. A Kondratyeva?, and A. N. Kondratyev?

4 Polenov Neurosurgical Institute, Branch of Almazov National Medical Research Centre,
St. Petersburg, Russia

*e-mail: zabrjulia@yandex.ru

The presence of patients in a state of chronic disorders consciousness leads to the devel-
opment of dysfunction (weakness, paresis) of their skeletal muscles — polyneuropathy
and myopathy of critical states. It is of interest to study the mechanisms of pathology de-
velopment and assess the rehabilitation potential of such patients. Positron emission
computed tomography (PET/CT) with 18F-fluorodeoxyglucose (18F-FDG) and path-
omorphological studies with immunohistochemistry were used to obtain data on struc-
tural and metabolic changes in the skeletal muscles of the upper extremities in 22 pa-
tients with chronic disorders consciousness. The study showed that structural changes in
skeletal muscles have a non-specific degenerative-atrophic character with more pro-



910

KOHAOPATLEB u gp.

nounced manifestations on the side of paresis. The metabolic disorders of the shoulder
girdle muscles revealed by the decrease in the level of 18F-FDG metabolism in patients
with chronic disorders consciousness developed symmetrically, regardless of the degree
of decrease in muscle tone and deep reflexes. Along with degenerative changes, includ-
ing damage to the contractile elements of sarcomeres, loss of desmin and dystrophin, a
decrease in the level of 18F-FDH metabolism, signs of adaptive structural and function-
al rearrangements were observed in the skeletal muscles of patients- modification of the
phenotype of muscle fibers by the “fast” type and activation of the autophagic pathway.

Keywords: skeletal muscle atrophy, critical illness polyneuropathy, chronic disorders of
consciousness, vegetative state, unresponsive wakefulness syndrome, minimally con-
scious state, PET/CT
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