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IJIEKTPOHHO-MUKPOCKOIIMYECKOE UCCAET0BAHNE GUOTITATOB CKEJETHBIX MBIIIIL HAIMEHTOB ¢ MH(EK-
MOHHO-A/JIEPITUYECKON  MOJMHEBPONIATUEl M MUTOXOHAPHAILHON sHIe(ATOMUONATHEN TTOKa3alo0,
4To npH 000MX 3a00JI€BAHUAX MMEIOT MECTO 3HAYMUTEIbHBIE M TOJUMOPQHBIE YIBTPACTPYKTYPHBIE
HapyNIEHUs] MMOIMTOB, B OCOOEHHOCTM MHTOXOHAPUWI, HO J€30praHu3alysl MbIIIEYHON TKAHW IIPU
MOJIMHEBPOIIATUY OTJINYAIACH OT TAKOBOW NP MUTOXOHAPHATLHOI 2HIIe(aTOMUONIATAN, /I KOTOPOIL
HanboJIee XapakTepPHbI ObLIN IICHOKOHUS 1 METAKOHUST MUTOXOH/IPHIA.

Kmouesbie ciaoBa: uH(EKIMOHHO-AIIEPTUYECKAss — MOJMHEBPONATHS, MHTOXOHAPUAIbHAS
sHIe(hATOMUOIIATHS, MHOJIU3, METAKOHUS 1 TLICHOKOHMS MUTOXOHPUIL, 9JIEKTPOHHAST MUKPOCKOTISI.

Electron microscope research of patients muscle biopsy material with infectious allergic
polyneuropathy and mitochondrial encephalomyopathy has showed that there were an expressed and
polymorphic changes of muscle cells and especially mitochondria at both diseases but muscular tissue
disorganization at polyneuropathy differed from that at mitochondrial encephalomyopathy for which
the most characteristic type of pathological changes were mitochondrial pleoconiya and megaconiya.

Key words: infectious allergic polyneuropathy, mitochondrial encephalomyopathy, myolysis,
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mitochondrial megaconiya and pleoconiya, electron microscopy.

Mbliieynble COKpatieHust, o 00pasHoOMy BbIpa-
skennto V.M. CeueHoBa, «OTpasKaroT BCe MHOT006-
pasue BHENTHUX MPOSIBJICHUN MO3TOBOU JedTesb-
Hoct» [1]. HepBHO-MbIlleuHble 3ab0/eBaHUS —
BeCbMa MHOTOYKCJIEHHAsI TPYTIa cpen 3a00eBa-
HUI HEPBHOU CUCTEMBI U UX PACITPOCTPAHEHHOCTD
B TIOIYJISIIMY B 3aBUCUMOCTH OT (POPMBI COCTABJIS-
et 1-6 na 100 Teic. Hacesenus |2, 3].

B mHacrosiiiee Bpemsi, Osarogapsi COBpeMeH-
HBIM METOJIaM MCCJIEJIOBAHUSI — TeHeTHUYECKUM,
TUCTOJIOTUYECKUM, THCTOXMMUYECKUM, OUOXUMU-
4ecKuM, aekrpomuorpadudeckuMm [4—6] — cdop-
MHUPOBAJIOCh HOBOE TIPEJICTABIEHIE O MUTOXOH/IPH-
AJIbHBIX 9HIEDATOMUOTATUAX W WHQEKITMOHHO-
aJJIepruueckux TojuHeBponatugax [7]. B mo-
cJeHre TO/IbI HEWPOXUPYPIU U HEBPOJIOTU CTATN
HIMPOKO NPUMEHSATH HE TOJBKO T'MCTOJIOTHYECKUe
METOJIbI MCCJIeI0BAHVsI GUOTICHIT HEPBOB ¥ MBIIIIII,

HO U 3JIEKTPOHHYI0 MUKpockorwio [8]. OxHako u
CETOo/IHS OCTAIOTCS HEPACKPBITBIMU HEKOTOPbBIE CTO-
POHBI ITATOTeHe3a ITUX 3a00JI€BaHII, MOPHOJIOTHST
U MEXaHW3M M3MEHEHUW M3yYyeHbl HeJ0CTaTOuHO
U He Bcerja yAaéTcs yCTaHOBUTDH UX HO30J0THYe-
CKYIO TPUHAJIEKHOCTD [4, 9]. DTO 00yCI0BIEHO
TeM, YTO OMOIICHS MBIIIIL IPOBOAMTCS 0OBIYHO Ha
CTa/INM BBIPAKEHHBIX KJIWHUYECKUX IMPOSIBICHUH,
KOIZla TUCTOJIOTMYECKasl KapTHHA Yy)Ke OTpaskaeT
CJIOKHBIA Pe3yabTaT B3aMMOJECHCTBUSA J1€CTPYK-
TUBHBIX ¥ KOMIIEHCATOPHO-TIPUCIIOCOOUTENBHBIX
peaknuii [10]. Ilesbro HacTOsIIIEH pabOTHI IBUIOCH
usydyeHne MOP(HOJOrHIeCKUX 0COOEHHOCTEN TPO-
TeKaHus MPOIEeCCOB B CKeJIETHOW MBITIIEUHON TKaH!
py MHMEKITMOHHO-A/IJIEPTUYeCKUX MTOJTMHEBPOIIa-
TUSIX W MUTOXOH/IPUAJBHBIX 2HIIe(hATOMHUOINATH-
X ¢ IPUMEHEHNeM 3JIeKTPOHHON MUKPOCKOIIUY U
cpaBHEHIEe OOHAPY/KEHHBIX U3MEHEHWI.
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MaTepnaJI 1 METO/JbI HCCJIE€JOBAHUA

Jlns Mopdosornueckoro MccaeoOBaHUST IO/
MECTHBIM HapKO30M ObLIN B3SIThI OMONTATHI U3 Ha-
JIOCTHOM, UKPOHOKHOU U JIeJIBTOBUIHOW MBI Y
D MaIlMeHTOB ¢ UH(EKIMOHHO-AIIePTHIECKOI
nmoJTMHeBponatueir 1y 6 — ¢ MUTOXOHIAPHUAIb-
HOU aHIedamoMuonaTel, HaXOAWBIINXCSI Ha
JIeYeHWH B KJIMHUKe HEPBHBIX OosiesHell BoeHHo-
ME/IUIIMHCKOW aKaJleMHUH.

Jlig 371eKTPOHHO-MUKPOCKOITUYECKOTO HCCIIe-
JIOBAHWSI MaTepuasJ TOTOBUJIA IO CTaHIAPTHBIM
JUUIS1 9JIEKTPOHHOM MUKpOcKonuu Metogaukam [11].
[TpenBapuTesbHYIO OTIEHKY MaTepHUasa POBOIMITI
HaTIOJIyTOHKUX Cpe3ax TOJUHON 1 MKM, OKparieH-
HBIX TOJIYUJMHOBBIM CUHWM TI0 MeToxy Hwuccus.
YasrpaToHKHE CPe3bl TOJMMUHON 10 50 HM KOHTpa-
CTUPOBAJIA YPaHUJIAIIETATOM W IUTPATOM CBUHILA
no PeliHombicy M ucCCIeoBaI B 3J€KTPOHHOM
mukpockorie LEO-910 nipu yBesndenuu ot 5 10 31
Thic. [losryduenHble 2JIeKTPOHOTPAMMBbI CKAaHUPOBA-
JIV ¥ ONTUCBHIBAJIU C TPUMEHEHNEM KOMITbIOTepa.

PesyubraThl 1 HX 00CY3KIEHHE

DJIEKTPOHHO-MUKPOCKOIINYECKOE uccie-
JloBaHKe OWONTATOB PA3JMYHBIX MBI  [IPU
WH)EKITMOHHO-JJIEPTUYECKUX TTOJIMHEBPOTIATUSIX
¥ TP MUTOXOHPUAIBHBIX 9HIIE(DATOMUOTIATUSIX
BBISIBUJIO OTYETJIMBbIE YJIBTPACTPYKTYPHbIE U3Me-
HEHUsI, UIMEBIINE KaK CXOJCTBO, TaK U Pa3JIMIMUsL.
Tax, ipu 06oux 3a60JeBaHUSIX BOJIM3M CAPKOJIEM-
MbI BCTPEYIUCh IPO3PAYHbIE BAKYOJIU HETIPABUIIb-

HOll (hOpMBI, a TakKe JUTO(GYCIIUHOBBIE BKJTIO-
YeHUsI, YTO CBU/ETEJIbCTBOBANO O <«3alllJIAKOBAH-
HOCTHW» MBI U 3aTPYAHEHUU BBIOJTHEHUS UMU
cokpatuTeTbHON hyHKIMN. Bo Beex ciydasx Oblia
HapylleHa rnonepeyHast iC4epYeHHOCTb MBITTIEYHbIX
BOJIOKOH, OOHAPY/KUBAJIMCH YYACTKU MTPOIOTHHOTO
pacienienuss MUOGUOPUIT U 0YaTOBbIIT MIOJIU3.
B yuacTkax MmoJsin3a HaXOAWJIKUCH IPO3PavyHbIe
BaKyOJIM, KPYIHbIE JUNUHBbIE BKJIIOYEHUS pa3-
JIMYHOU 3JIEKTPOHHOU TIJIOTHOCTH, MUTOXOHJIPUU C
U3MEHEHHOU CTPYKTYPOU U CKOILIECHUS TJIUKOTeHa
HernpaBuJIbHON GopMbl. MUTOXOHAPUU HEPEIKO
HMEJIH TII0XO0 Pa3IndUMbIi MaTpUKC, 0O0Pa3oBbIBa-
JI KOHTAKTBI JIPYT C IPYTOM, C JIMTIUTHBIMU KaILJIsi-
MW, ¢ Z-TUCKaMU U 3aMellau Z-IUCKU, KOTOPbIe
py MHQEKITMOHHO-AJIJIEPTUYECKUX TTOJTMHEBPOTIa-
THUSIX B Psi/ie CJIyYaeB MPUHUMAIH BUJL «4€TOK OyC»
(puc. 1A, B).

Paznuuune yasTpacTpyKTypHOU MATOJIOTUY 3TUX
JBYX 3200/I€BAaHUI OTMEYAIOCh, IJIABHBIM 00Pa3oM,
B CTPOEHUH MUTOXOH/IPUI, HEDBHO-MBIIIIEUYHBIX CU-
HaIlCOB U MUKPOILUPKYJIATOPHOTO pycia. Tak, npu
MUTOXOH/IPUATBHBIX SHIIE(hATOMUONATUSAX HAOTIO-
Jasich (GoKaJbHAS TIIEHOKOHU (yBeJndeHne Ko-
suvectBa) (puc. 2A, b) u merakonus (yBesuyeHue
pasmepoB) (puc. 2B) mutoxonapuit. Mutoxonapun
pu 06oux 3a60ieBaHUAX ObLIM BaKyOJIM3MPOBaH-
HBIME JIHOO MJIOTHBIMHU, HO IIPU MUTOXOH/IPHATb-
HBIX 9HIIePATOMUONATUSAX BaKyOJU3UPOBAHHBIE
MUTOXOHJIPUU HE COMEPsKaTN BKJIIOUEHUN Kak Mpu
MH(EKITMOHHO-JIJIEPITYeCKUX TTOJTMHEBPOIATHIX.

Puc. 1. Mbpiist mpu uHdEKIIMOHHO-AIEPTUYeCKOi TOTUHEBPOIIATUN:
A — 5ieBast HAZIOCTHAS € YIACTKAMU MUOJIN32, Z-UCKAMU B BUJIE <9€TOK» (CTPEJIKN),
€ BaKyOJIM3UPOBAHHBIMU MUTOXOHAPUsIMU (MX ) u siuninpamu (J1), x12500;
b —y4acToK MKPOHOKHOI MBIIIIIBI C YIACTKAMU MUOJIHM3, CTPEJIKU — KOHTAKT BaKYOJU3NPOBAHHON MUTOXOHIpUN (MX)
¢ munuaabivu Karstmu (J1), x20000
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[Tpn uHGEKITNOHHO-AJJIEPTUYECKUX TTOJTUHEB-
pOIATUSX B MOCTCUHANTUYECKOW YACTH HEPBHO-
MBIIIEYHOTO CHHAICA MUOGUOPUILIBI YacTO He
UMeJIM  HOPMAJbHON CTPYKTYPBI, BCTPEYATHCH
YUYACTKU WX MUOJM3a ¥ paciierienus. Bosmsu
CKJTaJIKK HaBJII0IAJIOCh pa3pacTaHie COeTMHUTEb-
HOI TKaHU, & HEPBHOE BOJIOKHO, KaK MPaBUJIO, OT-
cyrctBoBasio (puc. 3A). I[Ipu MuTOoXOHIPUATBHBIX
9HIIePATOMUOIIATUSX TIOCTCUHANITUYECKAs YacTh
HEPBHO-MBIIIEYHOTO CHUHAIICA WMeJa TUIUYHOE
CTPOEHUE, HO B Heil Y4acTO OTCYTCTBOBAJIU MUTO-
xouzpun (puc. 3b).

Puc. 2. Puc. 3.
A — y4acTOK /IeJIBTOBUIHON MBIIII[BI TPU MUTOXOHIPHATBHOI A — mocTCHHANTHYECKAST YACTh HEPBHO-MBIITIEYHOTO
sHItedaTOMUONIATUN, MUOJU3 (CTPesKa), (hoKambHasT cUHAaIca mpu MHMEKINOHHO-AIIePruIecKon
nefiokonust MutToxonpuit (Mx) ¢ ymepeHHO MTOJITHEBPOTIATHH CO CKJIA/IKAMHU, <OTTYTIEHHBIMIT>
HapYIIEHHOW CTPYKTYPOil (TT0/1 CApKOJIEMMOIT) U KPYITHOE kosutareHoM (KD, crpenku), x8000;
sunodycruaoBoe Biouenue (JId), x10000; b — nocrcunanTtuyeckas yacTb HEPBHO-MBIIIIEYHOTO
b — JieBas HA/IOCTHAS MBI, IJIEHOKOHIS MUTOXOHIPUT CUHAIICA IPU MUTOXOHIPUAIIBHOI 9HI[e(haTOMUOTIATHH,
C pa3pyleHHbIME KpUCcTaMu 1 MaTpukcoM (Mx), He coziepskaiias MuToxouapuii (crpekn), x16000.
M — muopubpub, x8000; IToapo6HOCTH B TEKCTE

B — y4acToK UKPOHOKHOI MBIIIIIbI, KPYITHAS MUTOXOHIPHST
(Mx) B dhopme pakerku, x31000
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B kamwingpax mpu  MHGEKIIMOHHO-AJIEPTU-
YeCKUX MOJUHEBPONATHSAX HEPEKO BCTPEYAJICs He-
KPO3 9H/IOTEIUOIUTOB TIPU BBIPAKEHHO BaKyOJIU-
saru (6s1eb0mHTe) ux ruroriasmbl. Habsmoganoch
TaKKe CKOILUIEHNE KOJIAr€HOBBIX (PHOPUILIT BOKPYT
CTEHKU COCY/Ia, YTO TOBOPUJIO O HAJIWYUU BOCIIA-
nenus. Ilpu MUTOXOHAPUAIBHBIX dHIIEDATOMUO-
MaTUSIX TPOCBET KaMWLISIPOB, KaK MPaBUJIO, OBLT
MIPO3PAYHBIM U B HUX TaK)Ke OTMEUAINCH TPU3HAKI
YMEPEHHOTO BOCIAJICHUS, HO JIUIIb B BUjle Habyxa-
HUIST DHIOTEJTMOTIUTOB 1 Ga3aJIbHBIX MIJIACTUHOK.

DJIEKTPOHHO-MUKPOCKOITUYECKOE  UCCIIEe0BA-
HUe OMONTATOB MBIIII TIOKA3aJI0, YTO MPU MUTO-
XOH/IPUAJIBHBIX 9HIIEPATOMUONATUSX, KaK U MPU
MH}EKITMOHHO-AJITIEPTUYECKUX TTOJTTHEBPOTIATHSIX,
MIPOUCXOAT 3HAYUTEJbHbIE U MOJTUMOP(HBIE W3-
MEHEHUS CTPYKTYPbI MBIIIEYHON TKaHU, IPU 9TOM
Ha MEPBBIN IJIaH BBIXOIWIN U3MEHEHMS] MUTOXOH-
JIPUii, AaHAJIOTMYHBIE OITUCAHHBIM JIPYTUMH aBTOPA-
mu [2, 12, 13]. Tak, B 60JIbIIMHCTBE CJIyYaeB OBLIO
PE3KO YBEJUUYEHO YHUCIO0 MUTOXOHAPUN (T171eiio-
KOHUsI) C NMPU3HAKAMU BBIPASKEHHON JIECTPYKIIUH,
0cobeHHO B cyOcapKoJeMMHON 30He MbIiiL. OHu
UMeJIU TUIIepTPO(hUPOBAHHbBIE KPUCTHI JTMOO ObLIM
BaKyOJIM3UPOBaHbL. B psize caydyaeB mpu MUTOXOH-
JPUATIBHBIX  9HIIeDATOMUONATHIX HAOJII0IAIOCH
3HAYUTEJIbHOE YBeJTNUeHNE Pa3MepOB (METaKOHUST)
MUTOXOH/IpUil. Bce 310 MOXHO cuuTarh IpU3Ha-
KOM THUITOKCUH MBIIIIEYHON KaeTKu |2, 5, 8, 12, 14].
ITU U3MEHEHUS YaCTO COITPOBOKIAINCH BhIPAKEH-
HBIM MCTOHYEHUEM, JINOO CHIKEHUEM TMJIOTHOCTH
MUOGUOPHILT, pacIlelJIeHHeM U Jie30praHu3arueit
MUODUOPUILIIPHBIX ITYYKOB, 0YaroBbIM M OOIIMP-
HBIM MUOJIM30M, TIepepacipesiesieHueM IIIMKOTeHa,
cMmerieHneM u Jedopmaieil Z-1uckoB. AHaso-
TMYHBbIE HAPYIIEHUST OTMEYa MPU U3yYeHUH T1a-
TOJIOTUU MBINII U ApyTHe ucciaepoBatenu 8, 15].
OG6HapysKeHHbIE U3MEHEHUSI B CTPOCHUU HEPBHO-
MBIIIIEYHBIX CUHATICOB TIPU MUTOXOHIPUATBHBIX
aHIIe(DATOMUONIATUAX  COTJIACYIOTCS € JIAHHBIMU
JPYTHX HCCIeoBaHuil aToro 3aboseBanus [16] u
OITMCAHbI HAMY PaHee TIPU HACJIe/ICTBEHHOM HEPBHO-
MbIeqHoM 3aboseBatnu [17]. B kanuisipax npu
060onx 3a00/IeBAaHUSAX OTMEYAJIMCh IIPU3HAKU yMe-
PEHHOTO BOCIIAJICHMSI.

Or4yeT/IMBbIE U TIOBCEMECTHBIE YIBTPACTPYK-
TypHbI€ HApYIIEHUS MBIIIEYHBIX KJIETOK IPHU
MH(EKITNOHHO-AJITIEPITYECKUX TTOJUHEBPOIIATUSIX
MPOSIBJISLINCH  OOTTUPHBIMKA  yYACTKAMU  MHOJIU-
3a U HMCYE3HOBEHHEM MHUODUOPHUILI, CKOILIEHUEM
BaKyOJIM3UPOBAHHBIX MHUTOXOHAPUN B 06JIACTH
Z-11CKOB, HabyXaHWeM MUTOXOHAPHII BCJIEICTBIE
MOTEPU MAaTPUKCA U KPUCT U TIOTUMOPGHO CTPYK-
Type JIMTTUIHBIX BKJIIOYEHUI, 2 B HEKOTOPBIX y4acT-

Kax CapKOILJIa3Mbl MHOIIMUTOB HAOIIOIATOCH TTIOJTHOE
OTCYTCTBHE OPraHOWI0B. PaHee Hamu OBLIO TI0-
Ka3aHo, YTO TaKue U3MEHEHUsI MOTYT ObITh OJHUM
13 TEePBBIX TPU3HAKOB MOBPEsKAeHUS KaeTKH [17].
KapTunbl BBIpA)KEHHOTO MUOJIM3A C JIECTPYKIIMEH
MuopuOpUILL, UX GpparMeHTalueil 1 HapyluieHueMm
HCYEPUEHHOCTH JTMOO JIe30praHu3aIiieil TUInY-
HOU opueHTanuu MUOGUOPUILI ¢ UX AUMPY3HBIM
pacroJioskeHreM B Psifie MBIIIEYHBIX KJIETOK I1eH-
TpaJibHOE PacIoJIOKeHUe sjiep MUOIMTOB COTIJIa-
CYIOTCS C JIPYTUMU MATOMOP(hOJIOTHYECKUMU HC-
crenoBanugmu Mol [18]. Kpome napymienns
CTPYKTYPBI Z-IUCKOB B BUIe UX (hparMeHTAIluN 1
HCYE3HOBEHUS, KOTOPbIE TaKKe HaXO[UJIU U JpyTre
aBTOPBI [8], HaMK OBLIO YCTAHOBJIEHO TIPEBpaliie-
HUe Z-TUCKOB B <«4eTku». OOGHapyKeHHe JUIO-
(yCIIMHOBBIX BKJIOUEHUI yKa3bIBA€T Ha <«3allljia-
KOBAHHOCTb» MBIIII, YTO MOKET 3aTPyAHSITh MX
HOPMaJIbHOE (PYHKIIMOHUPOBAHUE.

Hapymienne cTpyKTYpbl HEPBHO-MBIIIEYHBIX
CUHAIICOB, 10 HalleMy MHEHWUIO, BasKHEHN NI
U HeoOXOAMMBII TMMOKa3aresib, MOATBEPKIA0-
MU KAMHUYECKWIT JMarHo3 Jio6oro HepBHO-
MBIIIEYHOTO 3a00JIeBaHusI, HO €ro, K COKaje-
HUIO, PEIKO MCIOJB3YIOT APYTrHe MCCael0BATENH.
VY Halmx marueHToB Mpu 000X 3a00JE€BAHUSX B
MMOCTCUHANITUYECKON YacTh HEPBHO-MBIIIEYHOTO
cuHarica MUO(GUOPUILIIBI YACTO He UMEJTH HOPMAJIb-
HOHM CTPYKTYPBI, BCTPEUAJICS WX JIM3UC U pacliie-
IJIEHIe, MUTOXOH/IPUU OTCYTCTBOBAJIU VU OBLIH
u3MeHeHbl. BOIM3KM CHHANITHYECKUX CKJIAJOK Ha-
OJII0TATIOCh pa3pacTaHue COeANHUTETbHON TKaHU,
a HepBHOE BOJIOKHO, KaK IIPaBUJI0, OTCYTCTBOBAJIO.
N3menenuss HepBHO-MBIIIEYHBIX CHUHAIICOB TIPU
MHQEKITMOHHO-AJIJIEPIUYecKUX MOJUHEBPONATUSX
1 OTCYTCTBHUE OPTaHOWM/IOB B HUX OTIMCAHBI TaKKe B
panee 1poBesieHHbIX uccaepoBanusx [19]. [Ipu mu-
TOXOH/IPUAJIBHBIX 3HIEDATOMUOTIATUSAX HEPBHO-
MBIIIEYHbIE CUHAICHl B PEIKUX CIydasx ObLIH
MIOJTHOCTBIO COXPAaHHBIMHU, a TPU MHMEKIINMOHHO-
AJIIEPrUYecKuX MOJMHEBPOIIATUIX CUHAIICHI C CO-
XPaHHOU CTPYKTYPOU He BCTPEYAJUCE.

Ha ocHoBanum mosiy4eHHBIX 1PU 3J€KTPOHHO-
MUKPOCKOITMYECKOM HMCCJIEIOBAHUU TAHHBIX MOJK-
HO cziesiath caeayioniie BbiBoabl. Oba 3aboJeBa-
HUST COMPOBOKAAIOTCS MOP(HOGYHKITMOHATBHBIMU
M3MEHEHUSMH MBIIIEYHON TKaHU U, TIPEsK/Ie BCETo,
BBIPKEHHBIM HapyIlleHueM ee 00Ieil CTPYKTYPB,
TO eCTh HapyIleHNeM MOTIePeYHON NCUePUEHHOCTH.
Kax npu nH@ek1monHo-amiepruyeckux moJnHeB-
pOTIATUSX, TaK U IIPU MUTOXOH/IPUATBHBIX 9HIeha-
JIOMMOTIATUSIX MUTOXOHJIPUU HMMEIOT Pa3JndyHble
pasMepsl 1 (OPMY: HOPMATBHYIO OBAJIBHYIO, 3Mee-
BUJIHYIO, a Tak:Ke (POpMy «caloras U «pPaKeTKh».
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B 10 ke BpeMs Ipu MUTOXOHPUATBHBIX dHIIE(Da-
JIOMUOIATHSAX OOHAPY’KEHbl 0COOble H3MEHEeHUsI
MUTOXOH/IDUN B BU/le MerakoHuu (yBeJmueHue
pa3MepoB) ¥ TeliokoHuu (yBesJndeHue KoJnde-
CTBa MUTOXOHJIPUIi), YTO TATOTHOMOHUYHO MMEH-
HO JIJIs1 5TOTO 3abosieBanus | 2]. Hapyuienue cTpyk-
TYpPbl MUTOXOHIAPUI [pH 060MX 3a00JIeBaAHUSIX
CBUJIETETBCTBYET O CHIKEHUU DHEPTETHYECKOI
(hyHKITMY MBI

B nipo6iiemMe MUTOXOHIPUAIBHBIX SHITE(hATOMH-
ornaTtuii 1 H(MEKITMOHHO-AITIEPTUIECKIX TTOJTNHEB-
pOIaTHil OCTAETCS MHOTO BOTIPOCOB, YTO OTPAKAET-
cs Ha 3(PHEKTUBHOCTH KIMHUYECKON TUATHOCTUKA
U, KaK MOKa3aJI0 BBITIOJTHEHHOE HAMU 3JIEKTPOHHO-
MUKPOCKOITNYEeCKOe UCCIIeIOBAHNE, OHO BAXKHO T10-
TOMY, UTO UMEHHO €T0 Pe3yJIbTaThl MPEeICTaBISAIOT
Hanbosiee TOJIHBIE J[OKA3aTEJbCTBA W3MEHEHUSI
YJIBTPACTPYKTYPHOI OPraHU3aIluu MBI, CTPOe-
HUS KalWLJISIPOB U HEPBHO-MBIIIEYHBIX CHHAIICOB
Ha paHHEH CTaJy UX MOPaKeHUs, BCJIEICTBUE YETO
B CIIOPHBIX CJyYasiX SBJISIOTCS BECbMa II€HHBIMU
KaK I TIOJATBEPKAEHUS KIMHUYECKOTO JMarHo-
3a, Tak U i auddepeHInaibHON TUATHOCTUKA
UHOEKITMOHHO-A/ITIEPITUYECKUX  TTOJTUHEBPOTIATHI
Y MUTOXOH/IPUAJIbHBIX HIE(ATOMUOTIATUT.

Jlutepartypa

1. Iimepnunez, M/]. CkejieTHas MBIIIIIA.
CtpyKkTypHO-(DYHKIIMOHATBHBIE ACTIEKTHI aJarTa-
i / M.JI. HImepswnar [u ap.]. — HoBocnbupcek :
Hayka — 1991. — 121 c.

2. Iexm, B.M. HepBHo-Mbimeunbie 00Je3HU /
B.M. Iext [u ap.]. — M. : Menurna, 1982. — 350 c.

3. Kaunuueckass HeBpPOJOTUS € OCHOBaMU
MEIMKO-COIMATbHON 9KCIEPTU3BI : PYKOBOJICTBO
muis Bpadeit. — CII6. : 3osoroii Bek, 1998. — 594 c.

4. Jlesun, O.C. llonuneBponatuu / O.C. Jle-
BuH. — M. : Mea. uadopm. areHctso, 2005— 496 c.

5. Iloszonsaxos, O.M. MutoxoHpuajbHble I[H-
tonatun / O.M. Tlosgugkos [u ap.] // Kyph.
HeBpos. u ncuxuarpun uM. C.C. KopcakoBa. —
2007. — Ne 2. — C. 64—69.

6. Catixosa, JI.A. CoBpeMeHHbIE METOIBI JHa-
THOCTUKH W JIEYEeHWs] HEPBHO-MBIIIEYHBIX 3a00-
nesannii / JILA. Caiikoa, H.M. XKyzes. — CII0. :
MAIIO, 1997. - C. 28.

7. Larsson, N.G. Mytochondrial myopathies /
N.G. Larsson, A. Oldfors //Acta Physyol. Scand. —
2001 — Vol. 171 — P. 385-393.

JI.C. Onuwenxo
men. : 292-34-83
e-mail: Onischen@mail.ru

SOOOOOOOOBOOOOOOOBOOOOOOOOIOOOOOIOOIOOOOOOOOIOOOOOIOHIOOOOIOOOOIOOOOOIOAHOOOOOIOOOOIOOOOOIOOOOOOIOOOOIOOOOGOOOOOOOBOOOOIOOOOGOOOOOOOOBOOOOOIOOOOS

8. Henomusuyux, JI.M. Mopdorenes merabo-
JINYECKUX TOBPEKAEHUN CKEJETHBIX MBI /
JI.M. Henomusinmux, M.A. Bakapes. — M. : 1371-Bo
PAMH, 2005. — 352 c.

9. Cyxepnux, P.A. MUTOXOH/IpUAJBbHBIN TeHOM U
MUTOXOH/IpUabHbie Gosesnn yenoBeka / PU. Cy-
KepHuk [u ap.|. — M. : Meaurnuna, 2005.

10. DiMauro, S. Mitochondria in neuromuscular
disorders /S. DiMauro [etal.] //Biochim. Biophys.
Acta. — 1998. — Vol. 1366 — P. 199-210.

11. Muponos, A.A. Metonpl 32J€KTPOHHOI
MUKPOCKOTIUH B Guosiornu u meauiinse / A.A. Mu-
ponos [u ap.].— CII6. : Hayka, 1995. — 285 c.

12.  Onuwenxo, JI.C. Mutoxonapuosnieda-
gomarusi / JI.C. Ouumenko // buoxumunyeckue
U MOP(hOJOrUIeCKHEe OCHOBBI MeTabOJNYECKOiT
Tepanuu HepPBHBIX Oojie3neil : cO. crateil. —
CII6 : PUD «Posa mupa» — 2007. — C. 12-26.

13. Baooaseu, /I.B. Kiunuueckoe 3HauyeHUE
MHUTOXOH/PUATBHBIX H3MEHEHWH, 000CHOBaHUE
NPUMEHEHUST 9HEPTOTPOITHOM Teparmuu U OIleHKa
ee 9(hGEKTUBHOCTH TPU BPOXKAEHHBIX MUOIATH-
ax y petelt : aBroped. nucc. ... KaHA. Me/l. HayK /
J1.B. Birogaseir. — M., 2009. — 26 c.

14. Jleonmvesa, M.B. Kapauomuonatuu Tmpu
MepBUYHON MUTOXOHJpPUANBHOU TaTojoruu /
N.B. JleoutbeBa // Jlewammii Bpau. — 2002. —
Ne 07,/08.

15. Knochel, J.P. Neuromuscular manifestation
of electrolyte disorders / J.P. Knochel // Am. J.
Med. — 1982 — Vol. 72 — P. 521-535.

16.  Baker, S.K. Station myopathies:
pathophysiologic and clinical perspectives /
S.K. Baker, M.A. Tarnopolsky // Clin. Invest.
Med. — 2001 — Vol. 24 — P. 258-272.

17. Adeavcon, JI.LH. CTpyKTypHbIE U3MEHEHUSI
MBI TIPYU CHUHAJIBHON amuoTpoduu Kyresb-
6epra — Bemanzgep u 60KOBOM aMHOTPODUYECKOM
ckiepose / JL.H. Anenbcon [u np.] // VI36pantbie
BOITPOCHI KJIMHUYECKOI HEBPOJIOTHH : cO. cTaTeil. —
1999. - C. 17-19.

18. Amndpeesa, I.0. Tlatomopdosorndeckuii
aHaJIu3 M3MEHEHUl TepudepruuecKux HEPBOB U
CKEJIETHBIX MBIIII] MTPU TOKCUYECKUX TOJUHEBPO-
MaTUSAX aJTKOTOJBHOTO U INabeTHYeCKOro reHesa /
I.O. Aunpeesa [u ap.] // Beepoc. w0obui. HaydHO-
MPaKT. KOHG. C MEKIAYHAP. yyacTueM «AKTyasbHbIe
pobJieMbl TicuXuarpuu u HeBposoruns». — CIIO. :
Yenosek u 3n10posbe. — 2007. — C. 213-214.

19. Komandenxo, H.H. TlonmupaaukyioHeBpuU-
to1 / H.W. Komannenko, I'B. Konosasnos. — Tomck :
Nsn-so Tomckoro yH-Ta, 1994. — 244 c.

24 BecTHuk CeBepo-3anafHoro rocyfiapCTBeHHOro MeaULMHCKOro yHuBepcuTeTa um. U.W. MeuHukoBa



