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Beeneuue

B 60-x rogax npouuioro Beka GbLIA OIMUCAHbI OCHOB-
HbIE HACJIEACTBEHHbIE OOJIE3HM YEIOBEKAa, CBS3aHHBIC
C HapyieHreM (QYHKIIMA MUTOXOHIPUHN, KOTOphIE, KaK
MPaBUJIO, ACCOLIMMPOBAHBI C MOJMOPTAHHONW CUMITTOMA-
THKOM M MOTYT Ie0I0THPOBATh B pa3HOM Bo3pacte [1—4].
IlopaxkxeHne MUTOXOHAPWI MPUBOAUT K OOpa30BaHUIO
CBOOOJHBIX PAAKaJIOB, MOBPEXIECHUIO OEIKOB U TUOEIU
kietku. Hanboree ysi3BUMBbIMU SIBIISTIOTCSI HEUPOHBI, MbI-
IIEYHBIE BOJIOKHA CKEJIETHOI MYCKYJIaTyphl, KAPAUOMUO-
LIUTHI, AESATETBHOCTb KOTOPBIX TPEOYeT 3HAUNTETbHBIX SHEP-
retuyeckux 3arpaT [5]. KinuHuueckass reTeporeHHOCTb
MUTOXOHIPUAIBHBIX O0JIe3HEN OOYCIOBJIIEHA IIMPOKUM
MaTOTeHETUIECKUM CIIEKTPOM U BOBJIEYEHHEM B MaTOJIOT -
YecKuil TIpoliecC MHOTUX CUCTEM OpraHu3Ma. AJITOPUTM
JIMarTHOCTVKW CJIOXEH, TTOCTAaHOBKA IMarHo3a He Bcerna
BO3MOHA TTPU TMEPBOM OOpaIlleHNH MAllMeHTa, a IJIsl OTl-
peneneHust TAKTUKHY JICYeHUST HEOOXOAMMO TTOATBEPKIEHUE
YPOBHSI HAPYIIEHUST JbIXaTeIbHOMN 1IETTH C MCTIOJIb30BaHU-
€M COBPEMEHHBIX METOIOB MOJIEKYJISIPHOM TUAarHOCTUKY
[6—9]. Takum 06pa3om, U3y4eHHEe OTAETbHBIX HO30JIOTH -
yecKuX (opM WTrpaeT BaxXHYIO POJIb B Pa3BUTUU OOIIMX
TIPENCTaBICHUN O TPYIITIE MUTOXOHAPUATTLHBIX OOJIE3HEi.

IIpencraBnaseM KIMHUYECKOE HabJIIOAeHUE MallMeHTa
¢ cuanpomoM Kepuca—Ceiipa (CKC).

Rnunuyeckuii cnyyaii

Ilayuenm H., 25 nem, ungasud 3-ii epynnol, nocmynui
6 HeaponoeuYeckoe omoenerue 20p00CKOL OOAbHUUDBL C HCANO0-
bamu Ha onyujeHue ex, 02paHu4eHue 0BUNCEHULl 2NA3HbIX
010K, 080eHUe npu 832150 8 CMOPOHbBL, ObICMPYI0 YIMOMAS -
eMOCMb, MbIULEYHYIO CAAO0CMb, NPEUMYUECMBEHHO 8 DYKAX,
HenepeHocuMocmb Qhu3UHecKux Hazpy30K (npu 6eze 603HUKA-
em mouwiHoma, 3amem pgoma,), 20A080KpYIceHUe, HeyCmOoli-
4ugoCcMb npu X00bbe ¢ OMKPLIMbIMU U 3AKPbIMbIMU 2AA3aMU,
CHUDICEHUe CAYXa, a MaKdice NOCMeneHHoe CHUMNCEHUe MaCCbl
meaa.

Co croé mamepu, nayueHm poouacs om 2-i CPOUHOU
bepemeHHOCMU, paHHee uu1eckoe U NCUXU4ecKoe pazeumue
COOMBEMCcmMB08aN0 803DACMHbIM HOPMAM. B demcmee nepenec
B8EMPSAHYIO OCHY, 00CMPYKIMUBHBLI OPOHXUM, OMUMbL, XPOHU-
ueckuil eazomomopuutil punum. Hacaeocmeennotii anamues
He omsaeoueH. Y bauxcaiimux poocmeeHHUK08 U 2 pooHbIX
Opambes NOOOOHBIX CUMIIMOMO8 He OmMe4anocs. Y nayuenma
¢ demcmea npu He3HAYUMENbHbIX DUIUMECKUX HA2PY3KAX
603HUKAAU npucmynbl 60ell 8 Jcusome, 8 ozpacme 6—7 1em
Ha ypokax u3Kyasmypsi nocae be2a pa3eueaniics MouHoOma,
peoma. B eozpacme 12 aem podumenu zamemunu neekoe
onyuieHue 1€6020 6eKd, KOMopoe NOCMeneHHo Hapacmano,
no3oice NOsBUAOCH 080eHUe NPU 8321510e 8 copoHbl; 8 14 1em
Heapoa02 OUASHOCMUPOBAN 2AA3HYI0 (hOPMY MUACMEHUU C NO-
n0xcUumenvHoIM Ighpexmom om éeedenus nposepura. Ha ¢ho-
He CUMNMOMAMuU4ecKoli mepanuu KAAUMUHOM OMMeYeHO
He3HauumenvHoe yayuuienue 8 guoe YMeHbUleHUsl ONnyuleHuUs
6exa u 0eoenus. B eospacme 17— 18 aem pasgunocs onyujenue
npaeoeo eexa. Ilayuenm npodonscan HabaOOAmMusCs U NOAYy-

uame KAAUMUH, HO OMMemun HedoCMAamouHyl0 peaxuyuro
Ha npenapam, umo 6bL10 pacyeneno kKak npugsikauue. Ilo-
NbIMKA HA3HAYEeHUs KOPMUKOCMEPOUO08 KOPOMKUM KYPCOM
aghghexma ne dana. B nocaedyrowem duaenosz muacmeruu 6vin
nocmaener 0O COMHeHUe 8 C83U C Pe3UCEHMHOCMbIO K Ka-
AUMUHY U OMCYMCMEUeM aHmumen K peyenmopam ayemu-
XoauHa. boiao evickazano npednonodicenue 0 Hatuuuy CmpyK-
mypHoil muonamuu. B ueaax nasiuamueHoii nomousu
8 18 nem npogedena onepauyus No YKOpoUeHUr epXHUX 8K
¢ KpamkoepemeHHbim 3ppekmom do 2 aem. Ilposierenus
bone3nu npodoadcanu npoepeccuposams, 6 23 200a OuazHo-
CMUpOBaHa 08YCMOPOHHASL HEUPOCEHCOPHAs MY20yXOCMb.
ITlayuenm Ovin Hanpaenen 6 Heeponoeuueckoe omoenerue
0ns1 ymouHeHUs: OuaeHo3a.

Ha momenm ocmompa cocmosinue yoognemeopumensHoe.
Hudexc maccot mena 19 ke/m?. Koxcnvie nokposwt uucmole,
cmyenvie. B aeekux Ovixanue 6e3uxyasipHoe, Xpunog Hem,
yacmoma Ovixanusi 15 6 munymy. Toner cepdya 38yuHble,
pumMuyHsle, wacmoma cepoeyHvlx cokpaujeruii 80 yo/muH,
apmepuanvhoe daeaenue 110/70 mm pm. cm.

B neeponocuueckom cmamyce: 08YcMOpOHHUL NMO3
€ MUHUMANbHOU acummempueil. Jleuicenus 1e6biM 2AA3HbIM
A010KOM NPAKMU4ECKU OMCymcmayom, NPpasviM — COXpaHe-
Hbl KHApYJICcU, KOHBEP2eHYUsl OMCYmcmeyem ¢ 00eux CMopoH.
3paukossie peakyuu jxcugvle, pasHomepHoie. Ommeuaromes
eunomumus, eunompous sucounvix moiuy (puc. la). Peus,
gonayus, enomanue He HapyuieHsl. JgusiceHus Msek020 Heba
He 02paHuYenbl, peaeKcyl ¢ MA2K020 Heba, 210MOoYHble HCU-
avle, cummempuunvle. PasnomepHo cHudicena cuna moluy
8 KoHneyHocmsx 0o 4 6annoe. Habarwdaemces eunompoghus
AKCUANbHBIX Mbluy, U KOHeyHocmeil (puc. 10); mbiuieuHblil

Puc. 1. Ilayuenm U., 25 nem. Ommeuaromesi 08yCIMOpOHHUIL NMO3, UNOMUMUS,
ampoghus BUCOUHBIX MblUulY, (@), 2UNOMPOGUS Mbluly, ChUHbL, Haonreuul (6)

Fig. 1. Patient 1., 25 years. Bilateral ptosis, hypomimia, temporal muscle
atrophy (a), back, shoulder girdle muscle hypotrophy (6) are observed
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TMOHYC CUMMEMPUUHO CHUNCEH; CYXONCUAbHbIE DehieKcol
¢ KOHeuHoCcmell He 8bi3bl6aomcs; NAMOA02UMECKUX 3HAK08
Hem, GplowiHble pegaeKcyl Jcugvle, cummempuutsie. Omme-
Yarmest NOCMYPAAbHO-KUHEMUMECK UL MmpemMop nanvles pyx,
amakcus npu 8biNOAHEHUU KO0JACHHO-NAMOUYHOU NPodbl, yme-
peHHas amakcus npu xoovbe. Hapywenus wyecmeumenvro-
cmu Hem. Cosnanue scnoe. Mnmeanexkm coomeemcmeyem
so3pacmy.

Pesyavmamut donoanumenvnolx uccaedosanuii. Ilo dan-
HbIM amMOyAamMOpHOU Kapmul RAYUEHMY paHee nPpogedeH pso
uccaedosanuii. Ilpu kKomnvlomepHol momoepaguu opeanos
2pyOHolL KaemKu 6 eozpacme 14 n1em opeanuueckoii namono-
2UU He BblSIGAEHO, BKAIOYASA OMCYMCMEUE USMEHEHUI MmUmycd.
B 18 aem no dannbim 3nekmpomuocpaguu uoab4amolm
21EKMPOOOM CKENCMHBIX MbLULY He 00HAPYICEHO OMKAOHEHUT
OM HOPMbL.

Ilpu nocmynaenuu 6 obuem u OUOXUMUHECKOM AHAAU3AX
Kpo8uU, MOHU, 20pMOHO8 WUMOBUOHOUL HCene3bl OMKAOHEHULL
OM HOPMbL He 8blsIGAEHO. YPOBEHb KpPeamuHpochoKuHasbvl
224 Ed/n (nopma <190 Ed/n), yposenv aakmama Kpoeu
3,6 mmonv/n (Hopma 0,5—2,2 mmons/n), ypogeHs AaKmam-
deeudpoecenazel 213 Ed/n (nopma 125—220 Ed/n). Ilo dan-
HbIM 2AEKMPOIHUEPAN0epamMmbl, IX0KapoUoepapuu namono-
euu He oOHapyxceHo. Pesyavmam anexmpokapduoepagpuu:
noauas 6naoxkada npaeoii Hoxcku nyuka luca, edunuuHbvie
npedcepouwle sxcmpacucmonst. 1o dannbim yabmpazeyKo6o-
20 UCCACO0BAHUSL WUMOBUOHOI Jicene3bl U OKO0AOUUMOBUOHbIX
Jcenes, 2eenamoOUNUapHoOll 30Hbl HAMOAOUL He BblBAEHO.
Maenumno-pe30HaHCHAs MOMOSDAMMA 20408HO20 MO32d

Puc. 2. Dnexmponoepamma ckesemuoi moiweunot mianu (< 10 000): om-
Meuaromces yuacmiu pacujenieHus u ampopuu MuoQuiamenmos, Namoao-
euyeckue 8KAIOHEHUs AUNUO08 U 2AUKO02EeHA, 04A208as 8AKYOAU3AUUS Y-
CmepH capKonaasmbl ¢ ux AoKasusayuetl @ ooaacmu Z-0ucKog ¢ paspvleamu
U uacmuuHoll dezopueHmayueil

Fig. 2. Electronogram of the skeletal muscle tissue (< 10,000): areas of split
and atrophied myofilaments, pathological lipid and glycogen inclusions, focal
vacuolization of sarcoplasmic cisterns with their localization at the Z-disks
with breaks and partial disorientation are observed

Puc. 3. Dnexmponocpamma ckesemmnoii mviuweunoti manu (<40 000): om-
Meqaiomest npoaugepayus U UsMeHeHue opmol MUMOXOHOPUIL, yOAUHEHHbIe,
2anmeneoOpasHovie, KPynHole MUNMOXOHOPUU 8 CYOCAPKONEMMAPHBIX U Opyeux
30HAX MbIUEUHBIX B0N0KOH

Fig. 3. Electronogram of the skeletal muscle tissue (x40,000): mitochondria
proliferation and shape changes; elongated, dumbbell-shaped, large
mitochondria in subsarcolemmal and other areas of muscle fibers are observed

Puc. 4. Dnexmponocpamma ckenemnoii moiuweunoii mxanu (<60 000): om-
Meuaomces usMeHeHUsi NAOMHOCMU MAMPUKCa MUMOXOHOPUl, 0eCmpyKyus
U 0e30pueHmayus KpUcm co 3HaUUmenbHoll 20MoeeHu3ayueil co0epicUmMoeo,
Haauuuem AURUOHbIX BKAIOHEHUI YMepPeHHOU INeKMPOHHOU NAOMHOCMU
U BKAIOHEHUIl 8bICOKOU 2NKMPOHHOU NAOMHOCIU, HANOMUHAIOUUX NAG-
CMUHYamblil UAU KpUcmanioo0pasHulii mamepuan

Fig. 4. Electronogram of the skeletal muscle tissue (x60,000): changes
in mitochondrial matrix density, destruction and disorientation of the cristae
with significant homogenization of their contents, presence of lipid inclusions
with moderate electron density and inclusions with high electron density
resembling laminar or crystal-like material are observed

obe3 ocobennocmeil. OcmMomp omoaapuHe0102a KOHCMamupo-
8411 08YCMOPOHHIOIO CMEULAHHYI0 KOHOYKMUBHYIO U HelpOCeH-
COPHYI0 MY20YX0CMb, 0CMOMP 0PMansmon0ea — npoepeccupy-
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WY HapyJcHyr ogmansmoniecuro 000ux enas, NmMo3s
8EPXHe20 6eKa ¢ 08YX CMOPOH, PEMUHANLHYIO OUCMPoduro —
abuompoguro (becnuemenmuas gpopma) oboux enas.

Pe3yavmam 6uoncuu UKpoOHONCHOU MblUUbL: NPU MUKDO-
CKONUYECKOM UCCAe008aHUU C OKPACKOU 2eMamMOKCUAUHOM
U I03UHOM BbIABAEHA AMPOPUS OMOCABHBIX MbLUEHHBIX 800~
KoH. Ilpu 31eKmpoHHOI MUKPOCKONUU 0OHAPYICEHbL 8bIPA-
JICeHHble UBMEHeHUsl 8 MbluledHbIX 60A0KHaAX (puc. 2—4)
CO CKONAeHUeM MeAKOOUCNepCHO20 U MeAK02PAHYAAPHO20
2NeKMPOHHONAOMHO20 Mamepuana (8KAYeHUs AUNUA0S,
2AUKO02eHA, IAeMeHMbl HONEPEHHO CPe3AHHBIX MUODUOpUAL).
Hapsdy ¢ uzmeHeHHbIMU YHACMKAMU OMMEHeHO Haiuyue
COXPAHHbIX NPABUALHO CQOPMUPOBAHHBIX, NPAKMUYECKU
HeU3MeHEeHHbIX MblUEUHbIX 80A0KOH C HOPMANbHbIMU MUMO-
XOHOpUAMU U CAPKOMEPAMU C YNOPAO00HEHHOU CIMPYKMYPOIl.

Om npoeedenuss MOAEKYASPHO-2eHEMUUECK020 UCCAed0-
8aHUsL NAYUEHM OMKA3AACH.

06cyxneHue

CKC otHOCHTCS K HACIEACTBEHHBIM MUTOXOHIPHAITH-
HBIM 00JIE3HSIM, B OCHOBE KOTOPBIX JICXKUT MYTalIHs B Te-
HaX, KOIMPYIOMINX OCIKN IBIXaTeIbHOM IeIM mepeHoca
9JIeKTpOHOB, TpaHcropTHyo PHK u psin 6oabiimx 1 ma-
JIBIX CYOBEAMHULL, KOTOpBIe 00pa3ytoT pudbocomurie PHK,
MIPUBOIIT K HAPYIICHHUSIM TTPOM3BOACTBA SHEPTUN B MH-
TOXOHIPUSIX [9]. DHepreTnuecKuit meUIINT IpeXIe BCe-
IO TMPOSBISICTCS B TaKMX OpraHaX M TKaHSX, KaK MO3T,
Cepllie U CKEJETHBIE MBILILbI, KOTOpPbIE OOJIbIIIE BCETO
3aBHCAT OT a9POOHOT0 MeTabonm3ma. Jlerenuss MUTOXOH-
npuanbHoit THK npu CKC BBI3BIBaeT omnpeneneHHBIN
deHoTUII.

CKC xapakTepusyeTcsi 00s13aTeIbHBIM Pa3BUTHEM
HapyXHOI IIporpeccupyiomeil opTaIbMOIUICTUN, TTUT-
MEHTHOW peTMHOMNATHUU U 1e010TOM 00JIE3HU B BO3paCTe
1o 20 met [10, 11]. Takske 171 MTOCTAaHOBKY AMArHO3a JI0JI-
KEH IIPUCYTCTBOBATD XOTSI OBl OMMH 13 MTOITOTHUTEIBHBIX
MMPU3HAKOB: HapyIIeHWe TIPOBOISIICH (DYHKIINHM Ceparia,
MO3XEUKOBas aTaKCHs WX TTOBBIIICHNE YPOBHSI IIPOTEH -
Ha B LIlepeOpocnHaIbHOM Xuakocth [11, 12].

Y npeacraBaeHHOro MalMeHTa BbISIBJIEHBI IBYCTOPOH-
HUU TITO3, HApYXHSS O(GTaIbMOIUICTHS, Pa3BUBIIHECS
B IIEPBYIO IeKaIy XXKM3HU, a TAaKXKe IIPOrpecCUupyrolee Te-
yeHHe 00JIE3HU C TOCTETICHHBIM BOBJICUCHUEM IPYTUX
OpPraHOB M CHCTeM (CHIDKEHHE CIIyXa, U3MEHEHMST Ha 2JICK-
TpoKapauorpamme). Pe3ynbraTel GMOIICMY MBIIIIIBI C TT0-
CJICIYIOIINM YIBTPACTPYKTYPHBIM aHAIM30M ITOABEPIVIIN
HaJTIre U3MeHEeHNsT MUTOXOHApuii. K coxanaeHuto, B CBsI-
31 C OTKAa30M ITallieHTa OT MOJICKYISIPHO-TEeHETUIECKIX
METOHOB MCCIIEA0BAHUS KIMHUICCKUU TMArHO3 HEe OBbLI
TIOATBEPXKICH pe3yIbraTaMM JOCTYITHOTO MOJICKYJISIPHO-
TeHETUYECKOTO MCCIICIOBAHMS.

I1pu n3yyeHU XpOHOJIOTUM TeueHuUs 00JIe3HU obpa-
IIaeT BHUMaHWE HECTEINOUIHOCTD CUMIITOMOB B JET-
cKoM Bo3pacte. OmHaKO MX BOSHUKHOBEHUE TIOCIE (DU3H-
YeCKOM Harpy3Ku, BEPOSITHO CBSI3aHHOE C HapyIIeHUEM
bayaHca MeXIy ITOTPeOHOCTSIMU TKaHM B SHEproodecre-

YeHUU U YPOBHEM aHa3POOHOTO IBIXaHMs, TOJDKHO OBLIO
HACTOPOXUTH CITeUaTCTOB. [IepBbIe CHUMIITOMBI TTOSIBH -
JIUCh B 6—7 JIeT, KOTaa B CBSI3U C ITOCEIIEHUEM ILIKOJIbI
yBeIMIMIIach (hu3ndecKasi Harpy3ka. Bo3MoXHOCTb BO3-
HUKHOBEHMSI OCTPBIX SITM30I0B 00JIe3H! OIMcaHa MHOTUMU
aBTOPaMM U OOYCIIOBIIMBACTCS YBEIMUCHUEM ITOTPEOHOCTH
TKaHelt B 3HeproobecieueHNN (pocT pedbeHKa, IOJIOBOE
cospeBaHme u ap.) [9, 13—17].

HuddepeHumnanbHast IMarHOCTUKA OOBIYHO TTPOBO-
IUATCS MEXIY COCTOSTHUSMU, COTIPOBOXIAIOITNMMUCS Oh-
TaJbMOIUTCTHel (MHACTeHUSI, SHIOKPUHHAS O0(PTaIbMO-
naTusi, OKyJodapuHIeaabHass MBIIICYHAS TUCTPODUST).
B mpencraBieHHOM HaOMIOACHMN OOpallaeT BHUMaHME
CJIOKHOCTb TOATBEPXKICHUS I UCKIIOUCHHUST MHUACTE-
aun. [To maHHBIM TUTEpaTypsl [1, 9, 17], Ipy MUTOXOH/I -
pUAIbHOM MMOIIATMM BO3MOXKHBI JICTKME HAPYIICHUS
HEPBHO-MBILIEYHOU Mepenayu U HaTnuue c1abornoaoxmu-
TeTHbHOM peaKIM Ha BBeIEHNE HEOCTUTMUHA METHJICYThb-
darta. IlpoBemeHHasT Tpo3epwHOBasI Ipoda OKa3zajaach
TOJIOXKUTEIFHOM, UTO ITO3BOJIMJIO Ha HAYaJIbHOM 3TaIle
3a00J1eBaHUsI TTOCTaBUTh AUArHO3 MUACTEHUU, KOTOPBIA
B ITOCJICYIOIIIEM OBLT IIEPECMOTPEH B CBSI3U C IIPOTPECCH-
pPOBaHMEM MBIIICYHBIX MPOSIBIICHUI W CHIDKCHHEM 3-
(beKTUBHOCTH aHTUXOJIMHACTEPA3HBIX IIPEapaToB. AyTo-
VNMMYHHOE TIOpaXeHWe HEePBHO-MBIIIEYHOM IIepenadn
TaKKe OBIJIO MCKITIOYEHO B CBSI3M C OTCYTCTBHMEM aHTHUTEI
K pelLienTopaM aleTUIXoJrHa.

JAunarHo3 Muomnatuv, 6e3 yTrouyHeHUsT (OpPMbI, OBLI
BBICTABIICH TOJIBKO B Bo3pacTe 19 jiet, mpakKTU4IeCcKH Yyepe3
13 net mocie mepBBIX MpOsABIeHU 00sie3HN. Obpaniaer
BHUMAaHME, YTO IIPUCOCTNHEHNE CJIA00CTH MBI KOHEY-
HOCTE#, CONMYTCTBYIOIIMX ITOPaXKeHWII OPraHOB 3PCHMUS
M CJTyXa OTMEYEHO TOJIBKO B Bo3pacTe 23 JIeT.

Knuanyeckas reTeporeHHOCTh MUTOXOHIPHUATHLHOM
TATOJIOTHH, BHIPAXKAIOIIASICS B TIOPAXCHUH MBIIICUYHOM,
CEepIEYHO-COCYIUCTOU, LIEHTPATbHOU HEPBHOM U 3HIO-
KPUHHOM CHCTeM, KpailHe 3aTPYIHSET CBOCBPEMEHHYIO
JIMAarHOCTUKY 3TuX O0osie3Heii [11]. Kak moka3biBaeT npu-
BENECHHBIN HAMU IIPUMED, TTALMEHTHI JOJITOE BPEMS MOTYT
00paIaTecs K CeIuaIncTaM pa3HOTO IPOGIIIS U IOy~
yaTh HealeKBaTHYIO TEPAINMIO B CBSI3U C HEBEPHO BbICTaB-
JeHHBIM nuarHo3oM. Hecmotpst Ha To, utro CKC, Kak
W ApYyTH€ MUTOXOHIpHUAJIbHbIE HEPBHO-MbIILIEYHbIE 0013~
HU, SBJISIETCS HO30JIOTHEW HEBPOJOTMYECKOTrO CIIeKTpa,
BIIEPBEIE €TO IMTPU3HAKN MOTYT OBITH OOHAPYKEHBI HE HE-
BPOJIOTOM, a OKYJIUCTOM WK nexuatpoM [1, 14, 17]. Dro,
a TaKKe 9aCThIM HeOJaroIpUATHBIN ITPOTHO3 CO CTOPOHBI
CEepIEYHO-COCYIUCTON CUCTEMBI OOYCIOBIMBAIOT 00s13a-
TeJIbHYI0 HACTOPOXEHHOCTh METCKMUX Bpadel B CIyJasx
BO3HMKHOBEHUS Y IeTell HeCTIeIMMUISCKUX TTOJTMOPTaH-
HBIX CHUMIITOMOB, OCOO€HHO Mocjie (PU3MISCKOM Harpy3KU
[1,4,9, 14, 17—19].

Ha ceromasmrauii neHh MEIUKAMEHTO3HOM Teparmu
C BBICOKMM YPOBHEM J0Ka3aTeJIbHOCTH TIPH OOJIE3HSIX C TT0-
pakeHeM MUTOXOHAPUIT He cyiecTByeT [18, 20, 21]. CHu-
JKE€HMe M30BITOYHON TIPOMYKIIMH CBOOOTHBIX pPamIUKaIOB
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Y TIOBBILLEHKE BbIpabOTKU aneHo3uHTtpudocdara sisi-
IOTCSI OCHOBHBIMM HaIlpaBJICHUSIMU (hapMaKOTEpaIleBTH -
YeCKOro BO3IeHCTBYS. B TedeHIMM MOTYT OBITh HCITOTb30-
BaHBI CJICAYIOIINE IIperapaThl:

* TIperapaThl, aKTUBU3UPYIOIINE ITIEPEHOC SJIEKTPOHOB

B AbIXaTeabHOM 1enn (Ko3H3uM Q10, Butamuubl K1

u K3, mpemapaTsl SsHTapHOM KUCITOTH, TuToXpoM C);

* KO(haKTOPHI SH3UMHBIX PEaKLUil dHEPreTHIECKOTO
obMeHa (HUKOTMHAMMWI, pUOOMIaBUH, KapHUTHH,
JINTIOEBasi KMCJIOTA M THAMUH);

CpEeICTBa, YMEHBINAIOIINE CTETICHD JIAKTATAIINI03a (M-
xJopatierart, nuMedocdon);

* QaHTHOKCHIAHTHI (YOMXuHOH, BUTaMuHBI C 11 E).

[IpenapaTel, THTUOMPYIOIINE SHEPrOOOMeH (bapOm-
Typatbl, XJIopaM(peHUKOJT), TOJZKHEI OBITh NCKITIOYEHEI [22].

B mocnenHee BpeMsi aKTUBHO IIPOBOISTCS KIMHUYE-
CKU€ VCITBITAHMS BEIIECTB, OTCHIINATBHO MEPCIIEKTUBHBIX
B KaueCTBe IIpernapaToB IS JICUCHUST MUTOXOHIPHUATLHBIX
0oJte3Hel: MUTOXOHIPHUOTPOIIOB — AaHTUOKCHUIAHTOB B CO-
equHeHNN ¢ TpudeHmipochonnesbM KatuoHoMm (TPP):
vuroxuHoHa (MitoQ), MitoVitE, MitoTEMPOL, MitoPBN,
SS-merrrunoB (Szeto-Schillerpeptides); aHTHOKCHIAHTOB —
TPOJIOKCA; peCBepaTpOIa; IIPerapaToB, BIVSIOIINX Ha COOp-
KY OBIXaTeJbHBIX KOMITJIEKCOB, ONTUMMU3UPYIOIINX OOMEH
KaJIbLIMSI, aKTUBATOPOB MUTOXOHAPHAIHLHOIO OMOTeHe3a
[20, 23] n op.

[NepcrieKTUBHBIM SIBIISIETCSI IPMMEHEHME TIPEIIapaToB,
comepxammx (haKTOphI pocTa HepBHOI TKaHU. COTIacHO
COBPEMEHHBIM IIPEICTABIICHUSAM HEpBHAs TpoduKa
KOHTPOJIMPYET CTPYKTYPHYIO OPTaHU3AIINIO M OMOXUMM-
YeCKHe CUCTEMBI KJICTOK [IJIST ONTUMU3ALNY X (PYHKITIO-
HaJbHOI aKTUBHOCTH [24, 25].

ITpu s3KcniepuMeHTaIbHOM NELIEHTPAIU3ALUA U IeTe-
Hepaly OpTaHOB-MUIIEHEH MOoKa3aHO, YTO HEMpOTpo-
¢duyecknM AeiicTBHEM 00IamaeT KaK coMaThdecKasl, TaKk
W BereTaTUBHAsI HepBHasA cucteMa. [1py n3ydyeHnn HepB-
HO-MBIIIIEYHOTO CMHAIICA TTIOKa3aHO, YTO M3MEHEHNE aK-
TUBHOCTH JI€HEPBHUPOBAHHBIX KJIETOYHBEIX MeMOpaH 00-
YCIIOBJIEHO AaKTHUBHOCTBIO BEIIECTB HEHPOHATBHOIO
IIPOMCXOXKIECHMSI, OTJIMIHBIX OT MEANATOPA alleTHIIXOIMHA
[24, 25].

HeobxonuMocTh n3ydeHus: O0ILIMX 3aKOHOMEPHOCTEM
1 MEXaHU3MOB ITaTOJIOTMH HENPOTPO(PHUIECKOrO KOHTPOJIS
00ycIIOBJIeHa pa3BUTHEM TaKMX 00JIacTeil MMpaKTHIeCKOU
MEIUIIMHBI, KaK HEWpOpeaOMINTOIOTNS, (PU3NOTEPATTHST
U KypOPTOJIOTHSI, a TAKXKE METOHOJIOTHH OIIeHKH 3P dek-
TUBHOCTH TePallM U PeaOWMINTAIIAN ITATOJOTUM MBIIIIIT
IIPY pa3HBIX HEPBHO-MBIIIEUYHBIX OOJIE3HSIX.

JlocTaTo9HO HOBBIM M ITATOTEHETUYECKA 000CHOBAH-
HBIM TeparneBTUYECKMM METOIOM SIBIISIETCS IIpeIiapar
Lemnekc, comepxkalinii KOMIUIEKC HEHMPOTPODUIECKIX
¢dakTopoB. B psime nccienoBaHuii 10Ka3aHO, YTO TIPHUME-
HeHme mpemnapaTa Llemiekce crmocodCcTByeT BOCCTaAHOBIIE-
HUIO PEreHEepPaTUBHOTO MOTEHIINANA KJIETOK Mo3ra (CTH-
MYJISILIMHM 9KCITPECCHM HEMPOHABHBIX TEHOB, MUTPAIINN
HelpOHAaJIbHBIX CTBOJIOBBIX KJIETOK M HEMpOOJIAaCTOB K OYa-

Ty IOpaxkeHMsT) O1aromapsi HAITMINIO OpraHOCTIeII(DIIe-
CKHX CUTHAJIbHBIX 0€JTIKOB — (paKTOPOB pocTa, (PaKTopoB
mhGepeHIIMPOBKA HEPBHBIX KIIETOK M PETYIISITOPHBIX
MeNTUAOB. AKTUBALIMS TIpeIriapaToM BTOPUYHOM Heipo-
MPOTEeKIUM B BUae cTumyisiuuu perummkauuu JHK u ge-
JICHUS KJIETOK (HeMpPOHBI, TJINS), 3aIlyCKa CHHANTOTeHe3a,
BOCCTAHOBJICHMSI CUTHAJIOB ayTo(aruu, yIydireHus TKa-
HEBOI IMMYHOPETYJISIIIAN C TOPMOXKEHHEM NMMYHOTCHHOM
LUTOTOKCUIHOCTHA MAaKpoaroB, peryysiiny HelpoMea-
allM ¢ TOPMOKEHNEM CITJUIOBEpa HEMPOTPAaHCMUTTEPOB
3HAYUTEILHO PACIIpSIET MOKa3aHWS K IIPUMEHEHUIO
nperapara B HeBpoJjioruu [26]. [Togo6HO ropMoHaM, Heii-
potpodudeckure HakTopsl 00Ia0aI0T INUPOKUM CHIEKTPOM
OMOJIOTMYECKOTO ACHCTBUST HA MHOTHE KIETKH — CTUMY-
JINPYIOT WX MTHTHOMPYIOT MUTOTEHE3, XeMOTAKCHC, T -
(bepeHITIIPOBKY. BOTBIIMHCTBO MTOUIENTHIHBIX (PaKTOPOB
pocTa AeHCTBYET MO MapaKpUHHOMY WM ayTOKPHMHHOMY
turry. OTHAKO OTAENIbHBIC (PaKTOPBI, TAKKE KaK MHCYTNHO-
rmono0HbI akTop pocta (IGF), crmocoOHBI 0Ka3bIBaTh
SHAOKPUHHOE AelicTBre [24, 25].

IMokazansl ponb IGF-1 B yBeIMueHUM MBIIIEYHON
MacChl U TIOTHOCTA KOCTHOM TKaHM, TTOBBIIIIEHUE JINOO
CHIKCHME €T0 YPOBHSI B OTBET Ha (pM3MUECKHE HATPy3KU
B 3aBUCHMOCTH OT UX IJIUTeTbHOCTU. CyIIeCTBYET IIpeI-
noJioXeHne, 4to ToBbieHne ypoBHS IGF-1 B kpoBm
nocjie (U3NYecKoil Harpy3ku oOYCJIOBJIEHO B OOJbIIEH
CTETIeH! €T0 BEIOPOCOM M3 BHYTPUKIIETOYHBIX JIETIO, CBSI-
3aHHBIM C TeMOIMHAMUYECKUMHU M METa0OIMIeCKUMU
s dekTamMu pU3NIecKnX yrpaxkHeHWi. [Tpyu BeImoTHEHUN
ACHEHTPUICCKUX YIPaXHECHUIN TMOKa3aHO YBEJIWYCHUE
ypoBHst MatpnuHoii PHK IGF-1 B MbIIax, 9ro yKa3sl-
BacT Ha BO3MOXHOCTh MOIYJISIITUU 3TUM (DaKTOPOM pere-
HEPAIMOHHBIX MPOIIECCOB B MBIIIIIAX ITOCIIE TOBPEXIE-
Huit. YposeHb IGF-1 perynupyercss TopMOHOM pocTa,
WHCYJIMHOM, IPYTUMU TOPMOHAMHU, 2 MAKCUMAJIBHBIEC €T0
3HAYCHUS PETUCTPUPYIOTCS B IIEPHOI TIOJIOBOTO CO3peBa-
HUsI. MOTOHEPOHBI OCYIIIECTBIISIOT TPOPUISCKUIA KOHT-
POJIb MBIIIIEYHBIX BOJIOKOH, OTIPeIeIsist NX (DYHKIIMOHATb-
HBIE CBOWCTBA W TUN IIPM MCCIECOIOBAaHWUU OMOIITAaTa
TUCTOXMYECKUMU MeTonamu [24, 25].

HampasneHHoe TapreTHOE IIpUMEHEeHNE HelpoTpodu-
YeCKUX (PaKTOPOB C YIETOM KIMHUKO-(YHKIIMOHATBLHBIX
HapYIICHUI W BBISIBJICHHBIX CTPYKTYPHO-(GYHKIIMOHATb-
HBIX M HEHPOTPOGUUESCKNX M3MEHEHUU COCTOSIHUS TIe-
prudepIIeCKOT0 HEHPOMEBIIIICYHOTO ariapata MO3BOJUT
1eJIecooopa3Ho UCIIOIb30BaTh MEAUKAMEHTO3HBIC U pea-
OMIMTAIIMOHHBIE METOIBI TIPY BEICHUN OOJIBHBIX JAHHOTO
npodus.

3aknioyexue

I1pencraBieHHOE KIMHUYECKOE HAOIIOACHUE JEMOH-
CTPHUPYET CJIOKHOCTb IMArHOCTUKU 1 IUPPepeHIUPOBAHUS
MUTOXOHIPUAIBHBIX O0JIe3HeH. {711 TOCTaHOBKM AUarHo3a
¥ KiaccuUuKaluy MUTOXOHAPHUAILHBIX 00Jie3HEN He00-
XOAUMBI TINATEJIbHBIA KIMHUYECKUIN, OMOXMMUYECKUN
aHa/lu3, OLleHKa pe3yJbTaTOB HEMpPOpaguoIorndeCcKux

TOM 8

55



TOM 8

56

HepBHo-mblweykbie OJIE3HH

Kaunuueckuit pazoop

N TUCTOJTOTNMYCCKHUX HCCJIC,E[OBaHI/IfI, a Takke 00s13aTesb-
HO€ MMPOBEACHUE MOJICKYJIAPHO-TCHETUYECKOIO UCCIIC-
noBaHusi. KoMaHOHBIN TTOAXO0A CIeLMaTNCTOB pa3HbIX
crieliMaJibHOCTell obecrneuynBaeT CBOCBPEMCHHYIO paH-
HIOIO TMAarHOCTHUKY U Bpra6OTKy aAeKBAaTHOM TaKTUKU

BeneHUss 6oiabHOro. Pa3zpaboTrka HOBBIX HYTPUTUBHBIX
1 (hapMaKoOJOTMIECKUX MOAXOA0B K TEPATUUA MUTOXOH -
IpHUAJIbHBIX HAPYIICHUA MOXET YJIY4YIIUTh Ka4eCTBO
KW3HU MaleHTa U He AOIMYCTUTh pa3BUTUS (paTaabHBIX
OCJIOKHECHUM.
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