TOM9

22

HepBHo-Mblweynbie BONTE3HU
Opueunanvhble uccaedosanus

MumoxonapuanbHble HapywieHua npu HepBHO-MblWEYHol hamonoruu

C.B. Koros, O.I1. Cugopona, E.B. Boponaras

Kaghedpa nesponoeuu I'BY3 MO «Mockogckuti 061acmHoll HAY4HO-UCCAe008AMENbCKUT KAUHUYECKU UHCIUMYM
um. M.®D. Bradumupckoeo»; Poccus, 129110 Mockea, ya. Illlenkuna, 61/2, kopn. 10

Konmaxmot: Oavea [lemposna Cudoposa sidorovaop2008@rambler.ru

Beeodenue. C nosieaenuem HogbIX NPpenapamos — aHan0208 Memadosumo8 MUMoxXoHOpui AKMyanbHoiM CAHOBUMCS WUPOKOe 86edeHuUe
8 NPAKMuKy Memooo8 uccaedo8anus 01 OUeHKU QYHKYUU MUMOXOHOPUU Y O0AbHbIX C He8POA02UHeCKOl namonoaueil u opyeumu 3a6one-
BAHUSMU.

Ileab uccaedosanus — onpedesums usmeHeHue GHymMpUKAEMOUHOIU AKMUBHOCIU MUMOXOHOPUANbHBIX (hepMeHmOo86 (CyKyunamoesudpoeze-
Ha3zwl, o-eauyepogocpamaiecudpoeenassl, enymamamoeeuopoeeHassl, AaKmamoesudpoeerassl) NPu HePEHO-MblUEHHBIX 3A001e8AHUSIX.
Mamepuaast u memoodwt. O6credosanu 74 6016HbIX ¢ HEPBHO-MbluleyHbIMU 3a00aeanuamu. Ouenusanru axmueHocms 4 gepmenmos mu-
MOXOHOPUL, YHACMBYIOWUX 8 Yene800HOM 00MeHe (1aKkmamoecudpoeeHasa), o0MeHe amMUHOKUCIOM (eaymamamoeeuopoeeHasa), ICUpHslxX
Kucaom (o-eauyepogocpamdecudpoeenasa) u 11 komnaekce dvixamenvHoll yenu Mumoxoropuii (cykyunamaoeeuopoeenasa). Jlns yumoxu-
MUYECK020 UCCAeO08AHUS AKMUBHOCU MUMOXOHOPUAABHBIX (PepMEHMO08 8 AUMPOyUmax nepugeputeckoli Kposu UCnoAb30841U Memoo,
npeonodcenuviii A.G.E. Pearse ¢ moouchuxayuu P.I1. Hapyuccosa.

Pesyasvmamut. Haubonvuiue usmerenus 8vis61eHbl RPU MUOMOHUYECKOU OUCmpoduu: cmamucmu4ecku 00CmogepHoe CHUMNCEHUE CPeOHe20
3HA4eHUss akmueHocmu écex uccaedyemuix pepmernmos (p <0,05). [Ipu HacaedcmeeHHol MOMOPHO-CceHCOPHOIL Heliponamuu | muna cHudiceHa
AKmMUBHOCMb CYKUuHamoeeuopoeenasvl u enymamamaoeeudpoeenasut (p <0,05), npu Il mune — ecmb omk.a0oHeHUs noKazameneil aKkmueHoCmu
MUMOXOHOPUANBHBIX (hepMeHmos, boaee 8bipadicerHble o cpagHeHuto ¢ I munom, Ho cmamucmuuecku He 3Hauumo (p >0,05). VY 6oabHbix
muacmeHrueli 6bL10 OMMeUeHO CHUJICeHUEe aKMUBHOCMU a-eaulyepoghocgpamaecudpoeenassl u enymamamoeeudpoeerasol (p <0,05). Cpednue
3HA4eHUs noKasameneii AKMUBHOCMU CYKUUHAMOe2UOPO2eHA3bl U AaKmamoeeudpoeerasbl Obiau maxice chudicerst (p >0,05). [lpu muonamuu
Jlanoysu—/Jlexcepuna axmueHocmb CYKyuHamoeeuopoeeHassl, o-eauyepogocghamoeeudpoeenasvl u esymamamaoeeuopoeeHasvl Obiau
CHUDICEHDL, U3 HUX MOAbKO 045 o-eauyepogocghamoeeudpoeerasnt p <0,05. [lpu anaruse kaxicooeo cay4as 6 epynnax 60AbHbIX ¢ UCcAe0yeMOll
namonoeueii 66110 NOKA3AHO, YMO KPOMe NAUUEHMO08 C MUOMOHUHECKOU ducmpodiueil, npu KOMopoii y 6cex G0AbHbIX CHUINCANACH AKMUBHOCHb
CYKyunamoeeuopoeeHasyl, o-eauyepogocgamoecudpoceHassl U eaymamamoesuopoeeHassl, 8 0CMAAbHbIX CAYYAAX Y 4acmiu 00AbHbIX
uccaedyemas aKkMUGHOCHb YePMEHMO08 He U3MEHANACH.

Saxarouenue. Cywecmayiom memodsi Uccie008anus Imux Memadoaumos @ naazme kposu. Takice uccaedyrom aKmueHOCHb MUMOXOHOPUANBHBIX
gepmermos. [lpu HepsHO-MblieuHbIX 30001€6AHUSX UMEIOMCS HapyuleHUus padombl MumoxoHopuii. CredosamenvHo, HA00 paccMampueams
MaKux NAyUeHmos U KaK <Memadoauveckux 00AbHbIX» U HA3HAYAMb UM HA3HAYAMb MeMAaboAU1eCKy0, AHMUOKCUOGHMHYI0 MePanuro.
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Introduction. With the advent of new drugs — analogues of mitochondrial metabolites, the widespread introduction into practice of research
methods for assessing the function of mitochondria in patients with neurological pathology and other diseases becomes relevant.

Study aim. To determine the change in the intracellular activity of mitochondrial enzymes (succinate dehydrogenase, o-glycerophosphate
dehydrogenase, glutamate dehydrogenase, lactate dehydrogenase) in case of neuromuscular diseases.

Materials and methods. We examined 74 patients with neuromuscular diseases. The activity of 4 mitochondrial enzymes involved in carbo-
hydrate metabolism (lactate dehydrogenase), amino acid metabolism (glutamate dehydrogenase), fatty acids (a-glycerophosphate dehy-
drogenase), and mitochondrial respiratory chain complex I1 (succinate dehydrogenase) was evaluated. For a cytochemical study of the ac-
tivity of mitochondrial enzymes in peripheral blood lymphocytes, the method proposed by A.G.E. Pearse as modified by R. P. Narcissov.
Results. The greatest changes were revealed in cases with myotonic dystrophy: statistically significant decreases in the average activity value
of all studied enzymes (p <0.05).In cases with hereditary motor-sensory neuropathy of type I the activity of succinate dehydrogenase and
glutamate dehydrogenase is reduced (p <0.05), in cases with type 11 there are deviations in the activity indicators of mitochondrial enzymes,
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more pronounced compared with type I, but not statistically significant (p >0.05). In patients with myasthenia gravis, a decrease in the ac-
tivity of a-glycerophosphate dehydrogenase and glutamate dehydrogenase (p <0.05) was noted. Average values of succinate dehydrogenase
and lactate dehydrogenase activity indicators were also reduced (p >0.05). In cases with Landusi- Dejerine myopathy the activity of succi-
nate dehydrogenase, a-glycerophosphate dehydrogenase and glutamate dehydrogenase were reduced, of which only for a-glycerophosphate
dehydrogenase p <0.05. In the analysis of each case in groups of patients with the studied pathology, it was shown that in addition to patients
with myotonic dystrophy, in which all patients decreased the activity of succinate dehydrogenase, o-glycerophosphate dehydrogenase and
glutamate dehydrogenase, in other cases, in some patients, the studied enzyme activity did not change.

Conclusion. There are methods for studying these metabolites in plasma. The activity of mitochondrial enzymes is also examined. In cases
with neuromuscular diseases, there are violations of the mitochondria. Therefore, it is necessary to consider such patients as metabolic pa-
tients and prescribe metabolic, antioxidant therapy to them.

Key words: neuromuscular diseases, mitochondria, muscular dystrophy, myopathy, hereditary motor-sensory neuropathy, myasthenia gra-
vis, succinate dehydrogenase, a-glycerophosphate dehydrogenase, glutumate dehydrogenase, lactate dehydrogenase
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Bsepexue

B mocnenHee BpeMsT B CBSI3U C MOSIBICHUEM HOBBIX
MpenapaToB, YIYYIIAINX (PYHKIINIO MUTOXOHAPWIA, CTa-
HOBUTCSI aKTyaJIbHBIM HCCJICIOBAaHME TTaTOJIOTUN MHTO-
XOHIPUI TIPU HEBPOJOTMIECKHUX 3a00JCBAHMAX, B TOM
yucie HacnencTBeHHbIX [ 1—9]. Hapsimy ¢ 3a6oneBanusimu,
HacJIeIyeMBbIX TT0 MaTepUHCKOMY THUITY, KOTIa MU3MEHEHHBII
TeHEeTUYECKUI MaTeprall IepeaaeTcs OT MaTePH C MUTO-
XOHIPUSIMH, HapyIIeHNE UX (QYHKIIMU BBISBISAIOT U TIPU
CcTapeHNM, HACJIeICTBEHHbBIC HEBPOJIOTMUYECKIX 3a00IeBa-
HUSIX, HACJIelyeMbIX IPYTUMU criocobamu: atakcust Opu-
Ipelixa, MbIIedHas auctpodus JioneHHa, CITMHAIBHBIC
MBIIIEYHBIC aTPOGUH, HACTICACTBEHHBIE MOTOPHO-CEHCOP-
Heie HeBponaTtuu (HMCH) [10—13].

MWUTOXOHIPUH SIBIISIIOTCS SHEPTEeTUIECKIUMU CTAHIIM -
SIMU KJIETOK. B HUX ITpoTeKaeT orpoMHOE KOJIMYECTBO IIPO-
1meccoB. MOXXHO BBIIEIUTH 4 OCHOBHBIX THIIA OOMEHa:!

1) mepeHoC 3JIEKTPOHOB B LIMKJIC TBIXaTeIbHOM LIeTIN;

2) XXMPOBOI1 OOMEH, B KOTOPOM YJacTBYeT KapHUTHH;
3) aMMHOKWCJIOTHBIN OOMEH;
4) yrneBOIHBINM OOMEH.

Cy1ecTByeT 5 KOMITICKCOB MUTOXOHAPHATBHOM JICKT-
POHHOI TpaHCIOPTHOM Hemnwu [14]:

* Kommekc I (BoccranoBnenHast popmMa HUKOTHH-
amumaneHnHauHykKiIeotnna (HAJIH): youxmHoH-0K-
CHIOPEIyKTa3a).

» Kommekc II (cykumHaT (THTapHAasI KUCJIOTA): YOUXM-
HOH OKCHIIOPEIyKTa3a).

» Kommurekce 111 (youxuroI: DeppolIMTOXpOM C-OKCH-
JIOpemyKTas3a WIN IIUTOXPOM-bCc-KOMITIEKC).
Kommtexce IV (peppolimTOXpoM C: OKCUTEH OKCHUIO0-
pemyKTas3a Win IIUTOXPOM C-OKCHIa3a).

» Komrureke V (cuHTe3 aneHO3MHTpHUDOCHATA).

OueHka (hyHKIIMYM MUTOXOAPHUIA TTPOBOIUTCS pa3ind-
HeIMU MeTomaMu. V.N. Sure ¥ COaBT. TIPEIIOXUIN METO
W3MEPEeHMS IBIXaTeIbHBIX ITapaMeTPOB MHUTOXOHIPHIA
B CBEXXEBBIIEICHHBIX MUKPOCOCYIaX U3 TOJIOBHOTO MO3Ta
MBIIIIN ex Vivo ¢ UCTIOJIb30BaHMEM aHajm3aTopa Seahorse
XFe24 [15]. Bo3amoxHbI uccnegoBanue nuroxpoma C,

ypoBHS JakTaTa [16], onpeneiaeHre akTUBHOCTA MUTO-
XOHIPHUAJIBHBIX (PepMEHTOB (IIyTaMaTIeTuapOreHa3bl
(TAD)) [17], m3yuenwme 1, 11, 111, IV KoMIIieKCOB TbIXaTeTBHOM
e MATOXOHIPHIA, MOTPEOICHNS KICIOPOIa, TPAHCMEM -
OpaHHOTO MOTeHIIMANa, CUHTe3a aneHo3uHTpudocdara [18].
Hcnonb3yioT KOJTOpUMETpUIeCKU aHaJIU3 OKCUIOpe-
JIYKTa3 B IbIXaTeJIbHOM LIeTTM MUTOXOHApUii [19], n3yua-
OT MUTOXOHAPUAJIBHBIM MeMOpaHHBIN ToTeHman [20].
B ¢pubpobiacrax BoO3MOXHO omnpeaesieHrue aKTUBHOCTHU
(bepMEHTOB IbIXaTeIbHOU EeTH (CYKIIMHAT-KO3H3UM-Q-
peaykraspl, 11 Komruiekca, ypoBHs KooH3uMa Q , dep-
MeHToB 6nocnHTe3a CoQ10, a mmenHo COQ5 u COQ7) [21].
Taxcke MPUMEHSIOT IMTOXUMUIECKUI METO, MCCIIeIOBa-
HUS aKTUBHOCTH MUTOXOHIPWJIBHBIX (PEPMEHTOB B JIMM-
doumTax nepmudepndeckoil KpoBu [22], KOTOPBIi TTO3BO-
JISIeT OIIPENEIUTh KOJMYECTBO OKPAIICHHBIX TpaHyII
(TIPOIYKT peakIIny AeTUAPOreHa3 MUTOXOHAPHIT) B KIIET-
KaX, XapaKTepUCTUKH STUX I'PaHyJI, IIPOBECTH UCCIIEIOBa-
HHE MUTOMOPGhOICHCUTOMETPUUECKHX TTOKa3aTeIel MU~
TOXOHAPHUATHHON aKTMBHOCTH JIMM(POIIUTOB (AaKTUBHOCTD
00beIMHEHHBIX MUTOXOHAPHH (KJIaCTEPOB), OOIIMIA TIPO-
IYKT peaklMU B OTIEIbHBIX MUTOXOHIPUSX U T. 1. C T10-
MOIIBIO 3TOTO METOIA MOXKXHO OIIPEIEISTh CPEIHIO aK-
TUBHOCTb (pepMEeHTOB, KO3(P(PULUEHT aCCUMMETPUU,
K03 UIIMEeHT Baprallii U ApyTHUe mokazareau. [1penmy-
IIECTBO METOMIA B TOM, YTO aKTUBHOCTH (hepMeHTa HCCIIe-
IIyeTCSI BHYTPUKIIETOYHO.

IIpu olleHKe aKTMBHOCTU CYKIIMHATACTUIPOTCHA3BI
(CI') BO3MOXHO IIpUMEHEHNE CIIEeKTpo(oTOMEeTpHUUIe-
ckoro Metoza [23]. Hnsa ouenku aktuBHocTH [T mpume-
HSIOT KOJMYECTBEHHBIM THCTOXUMUYECKUI MeTon [24].
HccnenoBanue CAT mpoBoauiy IIpu MUTOXOHAPUATHLHOMN
muoratiu [25]. G. Kollberg 1 coaBT. MccaenoBaim akTUB-
Hocth CIAT ipu paboomuomnuse [26].

B cBs131 ¢ TosIBIIEHNEM SHEPTOTPOITHBIX IIPETIapaTOB —
AHAJIOTOB IMPUPOIHBIX BEIIECTB, YYACTBYIOIINUX B MeTa00-
JIN3ME MATOXOHIPHIA, AKTyaTbHBIM SIBJISIETCSI TIOVICK 1 TTPH-
MEHEHNE METOIVK IJIST OLEHKN (DYHKIIMM MUTOXOHIPHIA,
onpeIeIeHNS TTOKAa3aHMi K IPUMEHEHHIO 3THX IIPETapaToB.
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st KoppeKumu (pyHKIUY TbIXaTeJIbHOM eI MATOXOH]I-
pUii B HACTOSIIIIEE BpeMsI CYIIICCTBYIOT IIperaparhl STHTap-
Ho#t kucyaotel (IT kommuekc), kosuzuma Q (111 kom-
wrekc), uutoxpom C (IV xomrmekc). Bo 11 xomriekce
IbIXaTeTbHOM e yyacTByeT epmeHT CJIT, onpenenerme
AKTUBHOCTH KOTOPOTO ITO3BOJISICT IIPUHSTH PEIICHHUE O He-
00XOIMMOCTH Ha3HAYCHMSI TIPEITapaToB, KOTOPbIC KOMITCH-
CHUpYIOT 3TH HapymeHus. K HUM OTHOCSTCS IIpernapaTsl
STHTApHOU KMCJIOTHI, KOTOPBIE He Ha3HAYAIOT Ha TIPOIOJI-
XKUTEJbHBIN cpoK. [ToaToMy IJI IIWTEIBHOTO IIPH-
MEHEHHUS MCTIONB3YIOT Npenaparhl KO9H3uMa Q, , KOTopbie
IIPOU3BOAAT B (popMe IS ITprieMa BHYTPb, UTO ITO3BOJISIET
MIPUMEHSTh UX CAMOCTOSITEJIbHO B JIOMAIITHUX YCIIOBUSIX.
Kynecan u kyaeBuTa NpeacTaBisiioT COO0I MOJIEKYITy YOUXu-
HOHa (KosH3uMa Q, ), KOTOpas IJIOXO MPOXOIMUT Yepe3 Te-
MatosHLehaTMIECKuii 6apbep. A naebeHoH (KosH3uma Q) —
CHHTETUICCKHUI aHaJIOT yOuxuHoHa. OH UMeeT MEHBIITYIO
OOKOBYIO 1IeTTh, XOPOIIIO ITPOHUKAET Yyepe3 reMaTosHIIeda-
JIMYeCKHit Oapbep, M MOXET OBITh Ha3HAYEH IAIIMEHTAM
C HEpBHO-MBIIIIEYHON IMATOJIOTUEH, 00YCIOBIEHHOM IO~
pakeHHeM TIePeTHUX POTOB CITMHHOTO MO3Ta (CIIMHATIbHBIC
MBIIIIeYHBIC aTpodun). 711 KOppeKIINU HapyIIeHUI K1~
POBOTO OOMEHA MUTOXOHIPHUI UMEIOTCS IIperapaTsl Kap-
HUTWHA, KOTOPHIA YIacCTBYET B XKUPOBOM OOMEHE MHTO-
XOHAPUIA M OCYILIECTBIISIET TTEPEHOC KUPHBIX KUCJIOT BHYTPh
opraHeJutslL. 111 oTipenesieHNsI ITOKa3aHMi K ero Ha3Hade-
HHUIO MOXET OBITh HCIIOJIF30BAHO OIpeAcICHe KapHUTH-
Ha B KPOBU METOIOM TaHIEMHOI MacC-CIIEKTPOMETPHN.
Taxke 0 HCOOXOOUMOCTH Ha3HAYCHMSI TIpEIapaToB Kap-
HUTWHA MOXHO KOCBEHHO CYIWUTh IO aKTUBHOCTH (ep-
MeHTa a-TiauiepodocharaerunporerHassl (o-I'DIAIN)
B TMM(OLIMTAX KPOBH, UTPAIOIIETO OOJIBIIYIO POJIb B OMO-
CHHTE3€ JINTINAOB B MUTOXOHAPUSX. [IJ15T 3TOTO UCIIOIb3Y-
0T METOJ IUTOXUMUIECKOTO MCCICIOBAHNS aKTUBHOCTHI
MMTOXOHIPUATBHBIX (DePMEHTOB B IMM(poInTax nepude-
pudecKoit KpoBH, pemtoxeHHbIN A.G.E. Pearse B Monm-
¢ukaumu P.I1. Hapumccona [22].

[Ipm HepBHO-MBIIIEYHBIX 00JIE3HSIX BO3MOXHO BTO-
PUYHOE HapyIIeHWEe YIIIEBOTHOTrO 0OMeHa (aHAa3pOOHBIN
[JINKOJIN3), KOTOPOE, BO3MOXHO, SIBJISICTCS CIICICTBUEM
HapyIIeHNST OKHUCIUTENIbHOTO (DochopmmpoBaHms (Ha-
pYyIIeHWE B IIUKJIC OBIXaTeIbHOM IIeTTM MUTOXOHIPUIA).
B »Tux ycaoBMSX IIIOKO3a IIpeBpaIiaeTcss B MOJOYHYIO
KHCJIOTY, KOTOpasl HaKaIlJInBaeTcs B KieTKax KpoBu. O Ha-
JIMYUH aHA3POOHOTO TIIMKOJIN3a MOXHO CYINTh ITO YBEJIH-
YEHUIO YPOBHSI JJaKTaTa B KPOBHM U aKTUBHOCTH (pepMeHTA
nmakrataeruaporeHassl (JIJI'), koTtopass Kataam3upyeT
IIpeBpalleHne JTaKTaTa B TUpyBaT. JJIst KOPPEKIINN 3TUX
HapyIIeHWI CYIIEeCTBYIOT MperapaThl — auMedocdoH,
IUXJIOpaneTar, KapHo3uH. It oTipene/ieHsT ypOBHS JIaK-
TaTa B KPOBH HCIIOJIB3YIOT KAJIOPUMETPUUECKUIA TECT, XKWII-
KOCTHYIO XpoMaTtorpaduio, KOMIIIEKCOHOMETPUIECKOE
tuTpoBaHne. OTHAKO MPEAITOYTUTEILHBIMUA SBIISIIOTCS
¢depMeHTaTUBHbBIE METObI, OCHOBAHHbIE HA KaTaTUTUYE-
CKOM JeiicTBuM (pepMeHTOB JakTatokcuaassl u JIJIT. Dto
IIPOCTBIE CITOCOOBI, OMHAKO OHM O0ECIICYUBAIOT CaMyIO

BBICOKYIO CTIIEITM(PUIHOCTD ¥ TOYHOCTD. J1JIsI MCCIIeqOBaHUS
aktuBHOcTU JI[II' mpuMeHstioT onTuueckuii Tect BapOyp-
ra, KaJJopuMeTpUIeCcKre METOIBI (peaKIuio ¢ 2,4-TMHM-
TpodpeHmrrapasnHoM (Meton CeBema—ToBapeka), SH3UM-
anekTpodope3. st KoppeKuny HapymeHni GyHKIINN
MUTOXOHIPHI IIPUMEHSIIOT C YCIIEXOM IIpeTIapaThl, B COCTaB
KOTOPBIX BXOMST BEIeCTBA, YIACTBYIOIINE B TKAHEBOM
IBIXaHNH, B KOMIDIEKCaX IbIXaTeIbHOM [T MATOXOHIPUIA
[27—31]. [Ipoananu3upoBaHa 3(p(HEeKTUBHOCTh NIeOeHOHA
npu Muoratuu iomenna [32, 33].

Takum 00pa3oM, BEISIBJICHUE MATOXOHAPHUAIBHBIX Ha-
pYIIeHWI Y OOJBHBIX, B TOM YKCIIe C HEPBHO-MBIIIICYHOMN
MaTOJIOTUEN, aKTyaJlbHO BBUY IMOSBIECHUS MPenapaToB,
VIAYYIIAIMNUX (YHKIMIO MUTOXOHIPHIA. JI71sT onpeneneHusT
MOKAa3aHMI K X Ha3HAYCHHIO BaXKHO MCITOJIb30BaHUE ME-
TOHOB OLICHKA MUTOXOHIPUAJIBHBIX HAPYIIICHUIA.

Ieab uccrenoBannsas — OINpPEACINTh N3MEHEHIE BHY-
TPUKIIETOYHOMN aKTMBHOCTH MUTOXOHAPHUATIEHBIX (hepMEH-
toB (CATI, o-T'®IT, IIT, JIAI) mpu HepBHO-MBIIIEYHBIX
3a00JIeBaHUSIX.

Mamepuanbl U Memopbl

O6cnegoBanu 74 GONBHBIX C HEPBHO-MBIIICYHBIMU
3ab0o0eBaHUSIMH. OLeHUBAIU aKTUBHOCTD 4 (hepMEHTOB
MUTOXOHAPHWA, YJACTBYIOIINX B YIJIEBOOZHOM OOMEHE
(JIAT), oomene ammHokucaoT (III'), SKUpPHBIX KUCTIOT
(a-T®AOT) u II KoMITIeKCce TbIXaTeIbHOM IS MUTOXOH -
nmpuii (CII).

71l TMTOXNUMUYECKOTO MCCIIeIOBAaHNST aKTUBHOCTH
MUTOXOHIPUAJTBHBIX (DEPMEHTOB B TUM@OITUTAX TIeprde-
pPUYECKOI KPOBH MCITOIB30BAIM METOM, TIPEIIOKECHHBIN
A.G.E. Pearse B Mogudukauuu P.I1. Hapuuccona [22].

Hcronp30Baim XUMHYECKIE PEAKTUBBL: (PUKCATOB IIJIST
Ma3KOB KPOBH (alleTO-TPUJIOH), IUTOXUMHUIECKIIEC HAOOPEI
IUTST OTIpeesIcHHsI akTUBHOCTH merumporeHas (OO0 HIII
«[Tommkom» ), KpacUTeNb IUIST OKpaIIMBaHUSA simep (METH-
JICHOBBII 3€JICHBI).

O6opynoBaHue: OMHOKYISIPHBII MUKPOCKOIT (YBEIM-
yeHne He MeHee x 10%°), ocHaIeHHBII 00BEKTUBOM C BOI-
HOM MMMepcueii, BOASIHOM TepMOCTaT, 00eCcIieunBaoIIni
ToaepkaHKe TeMITIepaTypel ¢ TO9HOCTRIO 10 0,1 °C, pH-Metp.

MeToa KOJ1M4eCTBEHHOT0 IUTOXUMHYECKOTO

onpejeeHns1 aKTUBHOCTH (hepMEHTOB B KJIeTKax

nepudepuyecKoii Kposu (IIOCTAHOBKA PeaKIInii)

Peakiinm mipoBomsiTcsl Ha Ma3Kax KPOBH, IIPUTOTOB-
JICHHBIX Ha 00€3XUPEHHBIX IIPEIMETHBIX CTEKIaX. Ma3Kku
BBICYIIIMBAIOT HA BO3AyXe NP KOMHATHOM TeMIIepaType
B TeueHne 10—15 muH. [TocTaHOBKA peaklIMU BKITIOYAET
3 sramna: (puKcanuio Ma3KoB, PEaKIINIO IS BBISIBICHUS
aKTUBHOCTU (PEPMEHTOB, TOKPACKY sIIep.

dukcauus npernaparoB npoBoautcs B 60 % pacTBope
alreToHa, HackIeHHOM TprioHoM b mipu pH 5,2—5,4 npu
KOMHaTHOM Temrieparype B TedeHue 30—40 ¢ (st mumbo-
mutoB). Ilocnme pukcanmm mpenapaTbl TPOMEBIBAIOT M-
CTWJIZTMPOBAHHOM BOIOU 1 BEICYIITUBAIOT IIPY KOMHATHOM
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Puc. 1. Mukpockonus maska kpoeu (*<600): eviséreHue aKmugHoCmu
a-eauyepogochamaoecuopocenasbl 8 AUMPOUUMAX KOAUHECMBEHHbIM UUMO-
XUMUHMECKUM MemOoJ0oM; MeMHble ZDaHyAbl HO nepughepuu KAemku — RPOOYyKm
peaxyuu

Fig. 1. Blood smear microscopy (*600): detection of the activity of o-gly-
cerophosphate dehydrogenase in lymphocytes by a quantitative cytochemical
method; dark granules around the periphery of the cell — a reaction product

TeMIiepatype Ha Bo3myxe. CocTaB MHKYOAITMOHHOM CPEIbI:
Ha 40 M ¢pocdaTtHoro 6ydepa 13 Mr M-HUTPOTETPA3OTU
¢uoneroBoro, 13 mr TpuioHa b, crietmdudecknii cyocTpar
IJIsl ompeaenaeHHOro ¢epMeHTa. Peakmust mpoBoguTcs
npu pH 7,3 u remneparype 37 °C B reueHue 60 MUH B BOJI-
HoM TepmocTate. [locite MHKyOarmyu Ma3Ku IPOMBIBAIOT
BOIOIT ¥ MOTPYKAIOT B HACKHIIIICHHBII paCTBOP METUIOBO-
ro 3eJIeHOTO (smepHoTo KpacuTens) Ha 15—20 ¢, mocie
Yero Ma3Ku BHOBB IIPOMBIBAIOT M BBICYIIIMBAIOT ITIPH KOM-
HaTHOI TeMIIepaType Ha BO3IyXe.

ToroBbIe Ma3Ki MUKPOCKOITUPYIOTCSI TIOA BOTHOM M-
Mepcueil Ha MUKpockorne Mukmen-6. O6 aKTMBHOCTU
¢epMeHTa B KJIIETKE CYIST IO KOJMUIECTBY TEMHO-(HOIe-
TOBBIX TpaHyJ (popMa3zaHa, 0Opa30BaBIINXCS B IIPOIIECCE
BOCCTAaHOBJICHUSI IT-HUTPOTETPa30Jus (PHOIETOBOTO.
s ornpeneneHrss aKTUBHOCTH (hepMeHTa B ITOITYJISIIAHN
JIMMGOIIMTOB BPYYHYIO TIOACUNTHIBAIOT KOJIMUYECTBO TPaHYyJI
B 30—100 xretkax (puc. 1). @epMeHTaTUBHAS AKTUBHOCTD
IIPY MCIIOJIb30BAHNM 3TOTO METOMIA BHIPAXAIW B TPaHY-
Jax/muMdonnTax (KOJIMIECTBO IpaHys Ha JTUMOOIINT),
YTO COOTBETCTBYET CpeaHEMY YMCITY TPAaHYJI IIPOIYKTA ITH-
TOXUMUYECKOM peakinu — hopMaszaHa.

Crarucrayeckuii anamm3s. Onpenessuii CpeaHIo apud-
METHYECKYIO BeJIMUMHY, CTAHAAPTHYIO OIITNOKY, MeIUaHy
¥ TOBEPUTETbHBIN MHTEPBaI MeAraHBL. IS orpenesieHusT
JIOCTOBEPHOCTH OTJIMYMIA TTOKa3aTeNIeil y O0JIBHBIX C KOHT-
POJILHOM TPYITIOI UCITOIL30BaNIN t-KpuTeprii CThIOAEHTA.
ITpu ManbIx BEIOOPKAX MPUMEHSITA HeTTapaMeTPpUIECKII

kpurepuit Bunkokcona—ManHa—YutHu. CTaTUCTUYECKHT
3HAYUMBIM CUMTAIOCH oTimuune pu p <0,05.

Pesynbmambl

MuToXoHIpHAIbHbIE HAPYIIIEHUS

NIPH HEPBHO-MBIIIEYHOI MATOJIOTHA

Hacaeocmeennas momopHo-cencopnasa neeponamus.
Oo6cnenosano 12 6onbHBIX ¢ | TioM 1 15 — co 11 turmom
3ab001eBaHMs. [MarHo3 OCHOBBIBAJICS HA JAHHBIX KIIH-
HUYECKOTO0, 3JIEKTPOHEeHpoMUOrpamIecKoro, reHeao-
TUYECKOTo McciaemnoBaHnii. M3 HUX y 2 o0caeq0BaHHBIX
¢ HMCH I tuna onpeneneHa nyruimKamust 9K30HOB 2—5 re-
HOB PMP B TeTepO3UTOTHOM COCTOSTHUM Ha XpOMOCOME
17p11.2-p12 (tokyc ILIMT IA). ¥ 1 6omsHOTO B rene [lap-
Ko—Mapu—Tyrta 1X GJBI BbIBIIeH TTATOTEHHBIN BapUaHT
C.295C>T (p. GLN99*) B reTepo3UroTHOM COCTOSTHUU.
B ocTanpHBIX CiTydasix MyTallMii He MASHTUOUIINPOBAHEL.
V 6onpHBIX ¢ HMCH II TMma myramum B reHax HMCH
HE BBISIBJICHBI.

Y oonpHBIX ¢ HMCH 1 Tma BBISIBICHO CHIDKCHHE
cpennero rokazatenst akrusHoctu C/T (p <0,05) (cm. puc. 1).
B ar0if Tpymniie 60JbHBIX TTOKa3aTeJlb BapbUpOBal OT
14,8 rp/muMboumT (CHUKEHNE aKTUBHOCTU (DepMEHTa),
1o 21,7 rp/muMdonuT (KOMIIEHCAaTOPHOE TIOBBIIIICHUE aK-
TuBHOCTU (pepMeHTa Il KOoMITIeKca ObIXaTeIbHON 1Ienn
muToxoHApwit). CpemgHuit TToKa3aTeab aKTUBHOCTH (ep-
meHTa a-T'DAI OB CHUXKEH, HO CTaTUCTUYECKU He-
3HaunMo. OH BapeupoBai oT 5,3 mo 8,8 rp/aumdonnr.
Cpengnuit mokasarenb akTuBHOCTH [T ObIT CHMKEH
O CpaBHEHUIO ¢ KOHTPOJbHBIMU maHHBIMU (p <0,05).
B atoii rpytie 601bHBIX OH BapbupoBai ot 5,3 no 10,4 rp/
ymmdount. CpegHuii mokasareiab aktuBHocTH JIJIT He oT-
JIMYajIcs OT KOHTPOJIBHBIX TaHHBIX U BapbupoBai ot 10,7
1o 22,3 rp/ImM@oITnT.

Pe3ynbraThl akKTUBHOCTU (DEPMEHTOB Y 15 OOJBHBIX
¢ HMCH II tuma ObliM CTaTUCTUYECKHN HETOCTOBEPHBI:
cpemHmit TTokazaTesrb akTuBHOCTH CJII' OBIT HECKOJIBKO
HIDKe KOHTPOJIBHBIX JaHHBIX (p >0,05). [TokazaTenb Bapb-
npoBaji ot 16,7 (CHUXeHUEe aKTUBHOCTH (hepMEHTa) 10
23,2 rp/mM@OLNT (KOMITEHCATOPHOE MOBBIIICHIE aKTHB-
HocTH (hepMmeHTa). CpemnHee 3HaueHNe akKTUBHOCTH o- T DT
B TpyIIIe 60JIBHBIX ObUTO CHIDKEHO (p >0,05). ITokazaTenb
y OOJIBHBIX BApbUPOBAJ OT 3,5 (3HAYMTEIPHOE CHIDKCHIE)
1o 11,1 rp/mamdornT (KoMIIeHcaTopHOE HoBbIIIeHNE). Cpen-
Hee 3HaueHue nokaszatesst [/ ObL10 HECKOIBKO CHUXKEHO
TTO CpaBHEHUIO C KOHTPOJIbHBIMU JaHHBIMU (p >0,05). [Toka-
3aresb BapbupoBai oT 10,9 (cHmkenme) mo 21,4 rp/mmm-
(otuT (MOBBITIIEHKE).

ITpu cpaBHenun rpyrm 6oabHBEIX ¢ HMCH 1 m 11 Tnmos
MOXHO OTMETHUTH 00Jiee BhIpaKeHHBIC N3MEHEHUS TTOKAa-
3ateneil y 6onbHbIx ¢ HMCH I tumna.

Juue-1onamouno-nieuesas motueunan ducmpogpus
(LM, muonamus Jlanoyzu—Jlexcepuna). 3a001eBaHMe
HacCJIeIyeTCs TI0 ayTOCOMHO-IOMUHAHTHOMY THITy. OTIH-
caHo 2 Tutia 00yIe3HN, 00a IMEIOT OMMHAKOBBIE CUMITTOMBI
3a00JIcBaHUS 1 Pa3TNIAIOTCS IT0 TCHETUYSCKOM IIPUIMHE.
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JUITIM/ oOycnoBiaeHa u3MeHeHHeM B 00JIacTM KOHIIA
IJTMHHOTO TIjIeda XpOMOCOMEI 4 (perroH D4Z74). Dot pe-
TMOH cocToUT B HOopMe 13 11—100 moBTOPSIIOIINXCS CEeT-
MeHTOB. Best o6macts D474 00BIYHO TUTIEpMETHIIMPOBAHA.
JobaBieHre METAIBHBIX TPYIIIT OTKJIIOYAET («3aCTaBIISICT
3aMOJTYaTh») TEHBI, TI03TOMY B THUIIEPMETHUINPOBAHHBIX
yuactkax [J{HK MeHbIIIe BKITIOUeHHBIX (AKTUBHBIX) TEHOB.
I1pu 3a6oneBaHumM ob6aacTe D474 runmoMeTuanpoBaHa.
Ipu JUIIIM I Tuna runoMeTuIMpoBaHue BO3HUKAET
13-3a yKopodeHus obnacti D474, kotopast cogepXuT ot 1
1o 10 moBTOpOB BMecTO OOBIYHBIX 11—100 TTOBTOPOB.
Ipu JUITIM/I 1I Tumma ruroMeTUInpoOBaHue Yallle BCero
BO3HMKAET u3-3a Mytauuii B reHe SMCHD1, XoTOopblit
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OTBEYAeT 3a MPEeIOCTaBICHNE MHCTPYKIINH JUTS TIOTYICHUS
0eJIKa, KOTOPBIi 0OBIYHO TUTIEpMETHUAMPYET obacth D474,
Ho npumepno 20 % mioneii ¢ JUITIM/I 11 Tuna He uMeioT
myTtauuu B reHe SMCHD I, u npyuynHa TUTTIOMETUIINPO-
BaHUd HesicHa. O6cenoBaHo 15 601bHBIX. JIarHO3 OBIT
YCTaHOBJICH Ha OCHOBAaHMHM KJIMHUYCCKNX TeHeaJornye-
CKUX, 3JeKTpOMUOTpadUIEeCKIX JaHHBIX, ITOBBIIICHMUS
YpOBHS KpeaTHH(POC(HOKMHA3H B KpPOBU. MOJIEKYIISIPHO-
TeHETUIECKNX HApYIICHUI BBISIBJICHO HE OBIJIO B CBSI3U
CO CIIOXXHOCTSIMU TIpOBeAcHUs nccienoBanms. CpenHue
3HAYCHUST aKTUBHOCTH MUTOXOHIPUAIBHBIX (DepMeH-
toB CAT, 0-T'®AT u I'AT" 66Ut cHIXeHH (puc. 2). [Tpu-
yeM aKTUBHOCTh o-I'®DJII" Obl1a CHMKEHAa y OOJBHBIX
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Puc. 2. [[lumoxumuueckas aKkmueHocmo MUMOXOHOPUANbHBIX hepMeHmos AumMpoyumos nepugepuqeckoil Kposu: a — cykuunamoeeuopoeenasa (CAI); 6 —
a-eauyepoghocpamoeeudpoeenasa (IOAI); 6 — eaymamamoeeudpoeenasza (IIT); ¢ — aakmamaoeeudpoeenasa (JIAI). Oce opdunam — yumoxumueckas
AKMUBHOCMb AUMPOUUMO8 nepudepuyeckoil Kposu (Koauvecmao epanya/aumgoyum). Ocb abeyuce — oocaedyemoie epynnwi: Hopma (n = 30), M — muo-
monuyeckas ducmpogpus (n = 11), HMCH 1 — nacaedcmeennas momopHo-cencopras nesponamus I muna (n = 12), MB — muonamus bexkepa (n = 5),
JLI — auye-nonamouno-naeuesasn moiuieynas oucmpogpus (muonamus Jlanoysu-Jexcepuna) (n = 15), M — muacmenus (n = 16); mouku — nayueHmol
u obcaedyembie 8 KOHMPOAbHOL 2pynne 300p06biX AUY; 6EPMUKANbHASL Yepma — WKAAd, HA KOMOPOU 20PU30HMANbHbIMU YePMamy OmmeeHbl MeOUuaHa
(nocpedune) u ee dosepumenshblil UHMEPEAN; p — NOKA3AmMeNb 00CMOBEPHOCU PAAUMUIL MeOUAH

Fig. 2. Cytochemical activity of mitochondrial enzymes of peripheral blood lymphocytes: a — succinate dehydrogenase (SDH); 6 — a-glycerophosphate
dehydrogenase (a-GPDH); ¢ — glutamate dehydrogenase (GDH), ¢ — lactate dehydrogenase (LDH). The ordinate axis — the cytochemical activity of peripheral
blood lymphocytes (number of granules/lymphocyte); the abscissa axis — the examined groups: norm (n = 30), MD — myotonic dystrophy (n = 11), HMSN1 —
hereditary motor-sensory neuropathy type I (n = 12), BM — Becker myopathy (n = 5), LD — facial-scapular-brachial muscular dystrophy ( Landusi— Dejerine
myopathy) (n = 15), M — myasthenia gravis (n = 16); points — patients and subjects in the control group of healthy individuals; vertical line — a scale on which
horizontal lines mark the median (in the middle) and its confidence interval; p — indicator of the significance of differences in medians
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(7,18 £ 0,46 rp/numMdoLIUT) U B KOHTPOJIbHOM rpymie (8,25
* 0,288 rp/mumporut) (p <0,05). M3mMeHeHe aKTUBHOCTH
MHUTOXOHIPUAIBHBIX (PEPMEHTOB OTMEYAIOCh HE Y BCEX
60ibHBIX. Y 2 00nbHBIX akTuBHOCTE CJIT" 1 I'/IT” He OblIa
n3MeHeHa. Y 3 aktuBHOCTD a-I'DII Oblma B mpenenax
HOpMaTbHBIX 3HaUeHUi. CpenHee 3HaAUEHME TTOKA3aTelst
aktuBHocty JIAT 65110 MOBEITIIEHO (p >0,05).
Muomonuueckasn ducmpogusa. O6cnenosano 11 6oib-
HBIX MUOTOHMYECKO ucTpodueii I Tima, o0yciIoBIeHHON
myTauueit B reHe DPMK. Cpennue 3HaueHUS IToKa3aTteseit
aKTUBHOCTA MUTOXOHIpHaTbHBIX (hepmerToB CII, a-T'®/T,
AT u JIAT 6butn cHkeHsl (p <0,05) (cm. puc. 2). Takxke
OBLIO CHIDKCHUE TTOKa3aTesIeii aKTHBHOCTH MUTOXOHIPH-
anbHbIX pepMeHTOB CAT 1 a-T'DAT y Bcex obcmemoBaH-
HBIX O0JIBbHBIX. AKTUBHOCTb 3TUX (hepMEHTOB Obljia B IIpe-
Jeax HOpMaJlbHBIX 3HaUueHui y 1 6onbHoro, a JIAI —y 7.
Muonamusa bexkepa. Ten DM D pacnioyioxXeH B JIOKycCe
Xp21.2. Tumm HacnegoBaHUsT X-CLETJICHHBIN, pelleCCUB-
HbIi. O0cIenoBaHo 5 60IbHBIX. JIMarHo3 ObUT TOATBEPKICH
MOJIEKYISIPHO-TeHETUIECKIM MeTomoM. CpemHue 3Hade-
HUS MeAMaHbl aKTHBHOCTA MUTOXOHIPHUATHHEIX (hepMeH-
toB CATI, o-T'®AT, TAI (p >0,05). CpemxHuii moka3aTellb
Menranbl aktuBHOCTH JIAT moBbIeH (17,0 rp/mumdormr)
y 6ombHBIX 1 (15,5 Tp/MMMbOINT) B KOHTPOIBHOM TPYyTITe
(p <0,05). Y Bcex 001pHBIX TTOKa3aTen aktTuBHOCT CAT
OBITM M3MEHEHHI (B 2 CITyJasiX aKTUBHOCTb CHIDKEHA M B 3 —
KOMIIEHCATOPHO TTOBHIIIIeHa). AKTUBHOCTB o.-I D/II" 6b11a
CHIDKEHA Y 3 OOJIBHBIX 'y 2 — B IpeneaX HOpMaJIbHBIX
3HAYCHUI. YPOBEHB JIJaKTaTa B KPOBU MCCIICAOBAIN Y 4 00JTb-
HbIX: B 3 C/IydasiX OH ObUI ITOBBIILIEH OT 3 10 4,6 MMOJIB/ J1,
a B 1 — B IIpenenax HOpMaIbHBIX 3HaYeHWH. [1pu Makcu-
MaJIbHOM TIOBBIIIEHUH YPOBHS JIaKTaTa B KPOBU OTMeYa-
JIOCh caMoe BBIpaxXeHHoe cHIkKeHue mokasarenst CAT
(Ha 15 %). Takke B 3TOM ciIydyae ObLT CHUKEH MTOKa3aTelb
a-T®AI (Ha 44 %) u TAT (Ha 21 %). YpoBeHb BHYTPU-
KjeTouHoi aktuBHOCTU JIJII" y Hero ObuI B Ipeaesiax HOpMBbI.
Y ocTanbHBIX 2 OOJBHBIX C TIOBBIIICHUEM YPOBHS JIAKTATa
B KPOBH HAOJIFOIAJIOCH KOMIIEHCATOPHOE MOBBIIICHUE aK-
tuBHocti CITI (Ha 12,1 % npu ypoBHe jakTata B KPOBU
3,8 MMoJIb/i1; Ha 3,8 % 1ipu ypoBHe JlakTata — 3,0 MMOJIB/JT).
VY 1 u3 3TIx 6071bHBIX aKTUBHOCTH o-'DJIT" 6bLTa CHIKEHA
Ha 26,7 %, a 'y Apyroro — B Ipefeiax HOpMbl. AKTUBHOCTh
I'IT" y omHOTO 13 3THX GOJIBHBIX ObLUTa CHIKEHA Ha 33,3 %,
y IPYTOoTo — B Mpeaeiax HOpMbl. BHyTprKIIeTouHasT aKTHB-
HocTb JIIII' B omHOM city4ae Obljia B mpeaeiax HopMaJbHBIX
3HAYEeHUIi, B APYrOM — MOBbILIeHa Ha 16,5 %. [1oce Ha-
TPY3KH YIJIEBOIAMM ITOKa3aTe b CHIDKAJICS Y BCeX 00CIIeno-
BaHHBIX OOJIBHBIX, HO HE JOCTUTAI HOPMAJTbHBIX 3HAYCHUIA.
Muacmenus. 3aboneBaHne 00YCIOBIICHO OOpa30BaHM-
€M ayTOAHTHUTEJI K PEeleIITOpaM alleTUIXOJIMHA 1 HapylIlle-
HHEM HEPBHO-MBIIIEYHON ITPOBOAUMOCTH, IIPUBOISIICIA
K CJIaOOCTH M ITaTOJIOTHYECKOM yTommsieMocTr. O6cieno-
BaHO 16 B3pocCibIX 001bHBIX MUacTeHKe. CpeIHMii ITOKa-
3aresb akTUBHOCTH C/II" y 60IbHBIX OBIT HIKE, UeM B KOHT-
poitbHOI rpymaie (p >0,05). Y yacTu 00JIBHBIX OTMEYAIOCH
CHIDKEHME aKTUBHOCTH (PepMEHTa, y IPYTUX — KOMITCH-

catopHoe TToBhIIIeHe. CpeIH1iT ToKa3aTellb aKTUBHO-
ct a-T'®T 6611 TOCTOBEPHO Y OOJIBHBIX MUACTCHUEH
(cMm. puc. 26). OH BapbupoBa ot 5,6 (cHIKeHue) 10 9,6 rp/
JmuMbonuT (KOMIeHCaTOpHOe MoBbImeHNe). CpeaHnid
noka3zateJib akTuBHOCTU ['JII” ObUT HKE B Tpy1irie O0JbHBIX
MHUACTCHHEH 110 CPAaBHEHMIO C TPYMIION 3MOPOBBIX JIMII
(p <0,05). Y 60apHBIX OH BapbupoBai oT 5,0 (CHUKeHME
AKTMBHOCTH) 110 9,6 rp/auM@PoLuT (KOMIIEHCATOPHOE I10-
BeIIeHUe). CpenHee 3HAYeHUE MTOKa3aTeIsI aKTUBHOCTHU
JIAT ObL1M HECKOIBKO HUXE TI0 CPAaBHEHUIO C KOHTPOJIb-
Hoii rpymroit (p >0,05). ITokazarenb BapbpupoBai ot 8,0
(cHUXeHMe aKTUBHOCTU (hepMeHTa) 10 23,6 rp/muMdoLuT
(KoMITeHcaTopHOE TTOBEIIIeHNUE ). TaKM 06pa3oMm, TPy MU-
ACTeHUH BBISIBJICHBI HAPYIIICHUS MeTa0O0IM3Ma B MUTOXOH-
npusix. OTMe4eHO KaK KOMITIEHCATOPHOE MOBBIIIICHHE aK-
TUBHOCTH (DEPMEHTOB, TaK M CHIDKEHHNE NX aKTUBHOCTH,
CBUIETEJILCTBYIOIIEE O IeKOMITeCAIlUN COXpaHEHMUS HOP-
MaJIbHOTO MeTabou3ma. OmpenesicHre akTUBHOCTH (pep-
MEHTOB MUTOXOHAPHUATHHOTO 0OMEeHA MOXET OBITh MCTIOJb-
30BaHO NPU HAa3HAYCHUM SHEPTOTPOITHBIX IpeIrapaToB
C pa3IMYHOM TOYKOM WX TIPMIIOKECHUS, a TAKKe TSI KOHTP-
OJIS1 U KOPPEKLIUM JO3bI IIpernapara.

06cyxpeHue

TakuMm 06pa3om, ObLIO MPOBEACHO LIUTOXUMUYECKOE
HCCIIeIOBaHNE aKTUBHOCTH MUTOXOHIPHAIBHBIX (DepMeH-
TOB JIMM(OILIUTOB TTepUPEPUIECKON KPOBU MPU PASTUTIHBIX
(opMmax HepBHO-MBIIIEYHOI MaToyorun. Hambopimme
W3MEHEHHUS BBISIBJICHBI TP MUOTOHWYECKOM TUCTPODUN.
OTMEYEHO CTATUCTUIECKH JOCTOBEPHOE CHIDKCHUE CPe/l-
HETo 3HAaYeHUSI aKTUBHOCTH BCEX MCCIIEIyeMBIX (pepMeH-
toB — CITI, a-T®AT, AL, JIAT (p <0,05). [Ipu HMCH
I Tuma cTaTcTIecKy 3HAYMMO CHIDKeHa akTuBHOCTD CJITT
u T'’IT. ITpu HMCH I Tumna oTki10oHeHUsT aKTUBHOCTU MY~
TOXOHIPUAIBHBIX (PepMEHTOB 0Oojiee BBIPaKCHHEIE
o cpaBHeHuo ¢ HMCH 11 tuma. Y 601bHBIX MUacTeHUEH
ObBLUTIO OTMEYEHO CTATUCTUYECKU TOCTOBEPHOE CHUXXEHUE
aktuBHOoCTH o-T'®AT u AT [Mpu muomarnm Jlanmy3u—
HexxepuHa mmokazarenu aktuBHoctr CAT, a-T'®AT u TAT
OBLTY CHIKEHBI, 3 HUX 1T o-T' DJIT cTaTUCTIIeCKA 3Ha-
YHMO.

[Ipu aHanM3e KaxXmoro ciaydas B TpyIIax OOJBHBIX
C HCCIIeAyeMOli ITaToI0THEeH OBIII0 ITOKa3aHO, YTO, KpOME
MMaIlMEHTOB C MUOTOHWYECKOM TUCTpOodueii, TpH KOTOPOi
y Bcex 00MbHBIX cHIKanach aktuBHOCTH C/I, a-T'®AT
u I'JII, B ocTaIbHBIX CTydasiX Yy 4aCcTU OOJIbHBIX UCCIIeaye-
Masi aKTUBHOCTh (pepMEHTOB He ObLiIa U3MCHEHA.

H3menenmne aktuBHocty CI cBUOETETLCTBYET O Ha-
PYILIEHWN B IbIXaTeJIbHON LEMM MUTOXOHApui [34—36].
OTMedaeTcs KaK KOMITEHCATOPHOE TTOBBITIICHIE aKTHBHOCTH
(epMeHTa, TaK U CHIDKEHUE eT0 aKTUBHOCTHU. I1pn Mua-
creHnM n3MeHeHue aktuBHocTH C I 00yCiIOBIEHO, BEpO-
SITHO, TUTTOKCHEH Y OOJIBHBIX M3-3a CJIa00CTU TBIXaTeTbHOM
MycKynatypsbl. [1pu HaclieICTBEHHBIX HEPBHO-MBIIIICYHBIX
3a00JIeBaHUSIX, HE SBJISIIOLIUXCS TIEPBUYHO-MUTOXOHIPU-
aJTbHBIMM 3a00J1eBaHUSIMA, N3MeHeHne akTuBHOCTH CIT,
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BEPOSITHO, CBSI3aHO CO BTOPWMYHBIM HapyIleHHeM (DYHKITUN
MUTOXOHApHI. ¥ BceX 00CIIeAyeMbIX OOIBHBIX C MUOTO-
HUYECKOM MTUCTpodueit BRIIBICHO N3MEHEHNE aKTUBHOCTHI
CIT. Ipu octanbHBIX (OpMax HEPBHO-MBIIIEYHON Ta-
Tooruy u3MeHeHne akTuBHOCTA CJIIT OBLUIO BBISIBJIEHO
He y BceX 00bHBIX. [109TOMY BO3MOXKHO HMCIIOJIB30BaHIE
LUTOXMMHMYIECKOTO METOMIa I OlleHKM akTuBHOCTH CIIT
PV HA3HAYCHNH SHEPTOTPOITHBIX IPETIapaToB, BIMSIONINX
Ha IBIXaTeJIbHYIO 1IeTThb MUTOXOHIPUIA.

ITpu cHmkennu nmokasarens CAIT HeoOxoauMo Ha3Ha-
Yarhb JIs1 JUIMTEILHOTO JIEYEHUsI ITpenapaThbl KOoH3uMa Q
B 03¢ He MeHee 90 MT/CyT IIpU CYTOYHOM IMOTPeOHOCTH
500 mr. I1pu oTCyTCTBMY HOpMAaJIM3aIMK TOKa3aTesT aK-
tuBHOcTH CIT" mo3a mpemapaTa MOXeT OBITh ITOBEIIIICHA.
ITpu KoMIIeHCaTOPHOM TTOBBIIIICHNH aKTUBHOCTH (DepMeH-
ta CAI TaxKe XKemareJbHO Ha3HAYATh IIPeITapaT KOSH3M-
Ma Q, , 4TOObI He ObLIO McTOLIEHNA GyHKLMK [T KoMILTEK-
ca JBIXaTeJbHOM IIeTIM MUTOXOHAPHUi, HO, BO3MOXHO,
B MEHBIIIEH TO3UPOBKE.

B nccnenoBaHny OBLIN BBISIBJICHBI HAPYIIICHUS B XK1 -
POBOM OOMEHE MUTOXOHIPHUM ITPU HEPBHO-MBIIICUHOMN
ITaTOJIOTUH, O YeM CBUIETEILCTBOBAJIO N3MEHEHNE aKTHB-
HoctH a-T'®T, KoTopas yJacTByeT B pa3IMYHBIX BUIAX
00MeHa B MUTOXOHIPHSIX 1 B XXMPOBOM B TOM umciie. B xmu-
POBOM 0OMEHE MUTOXOHAPUIA IIPUHUMAET YIaCTHE KapHU-
TrH. OH OCYIIECTBIISIET TIEPEHOC XXUPHBIX KUCIOT Yepes
MeMmOpaHy MutoxoHapuii. [ToaTOMy TIperapaTsl KApHUTH -
Ha MOTYT OBITh MCIIOJTb30BaHBI IJTI KOPPEKIINK HAPYIIICHUS
XMpOBOro ooMeHa MutoxoHapuii. Hanbosee BeipakeHHOE
CHIKeHNe aKTUBHOCTH o-T'P/II" BEISIBIEHO IIPU MUOTO-
HU4YecKoi muctpodun. Takke m3MeHeHNE aKTUBHOCTHU
o-T'DJII" BeIsSIBISACTCS TIpHM ApYrUX (DopMax HEPBHO-MBI-
IIeYHON TATOJIOTHH. DTH M3MEHEHUs ONpeHesIINCh
He Y KaxX1moro 060;1pHOT0. M CIoib3yeMbIil TUTOXMMIIECKIIA
METOJI TTO3BOJISIET BBISIBIAITh HAPYIIICHUSI B XXMPOBOM 00-
MEHE MUTOXOHAPWI W YINTHIBATh 3TU JaHHBIC TIPU Ha3HA-
YeHUM TIpernapata KapHUTHHA. CHIKEHNE aKTUBHOCTHU
¢epMeHTa CBUICTENBCTBYET O IEKOMIICHCAIINH €TI0 PabOTHI,
CHIDKeHMU MeTabonn3Ma. HasHaueHne KapHUTHUHA OymeT
CIIOCOOCTBOBATH MOCTYIJICHHIO XKUPHBIX KHUCIOT B KIIETKY
W aKTUBAIIUM MeTa00IM3Ma XKUPHBIX KUCIIOT.

Hapyienne aMMHOKHCIIOTHOTO OOMEHa OIIEHUBAJIN
no onpeaeneHuto aktuBHoctu I'JIT. HanGonbiime nzme-
HEHWS OBLTN BBISIBIICHBI TIPH TTOSICHO-KOHEYHOCTHOM MH-
OITaTHH, MUACTEHUH, MUOTOHUIECKOMN TUCTPODUN.

IIpu uccnenosanuu aktuBHocTu JIJII BeIsIBIEHO cTa-
TUCTUYECKN 3HAYMMOE IIOBBIIICHUE €¢ aKTUBHOCTHU
IIPpY HACJIEACTBEHHOM MOTOPHO-CEHCOPHOM HEBPOIIATH .

[MomydyeHHBIe TaHHBIC CBUIOCTEIBCTBYIOT O HAIMINU
MMTOXOHAPUATBHBIX HAPYILIEHUH TTPU UCCIIEMYEMbIX HEPBHO-
MBIIIICYHBIX 3200JICBAaHMSX 1 000CHOBAHHOCTH HA3HAYCHUST
sHeproTpoIrrHoil Tepanuu. J1.B. Biogasenr u coasT. [37]
COOOLIMIN O KTMHUYECKOM YJIYYIIEHUU U 00 YBEJIMUEHUU
aKTMBHOCTH MUTOXOHIPHATEHBIX (DEPMEHTOB TMM(OIINTOB
reprdeprnIecKoil KpOBH TIPH MUOMATHSIX TIPY Ha3HAYCHUN
TpernaparoB KO3H3uMa Q, M KAPHUTHMHA, AHTAPHOM KUCIIOTHL.

B mprxaTerbHOM LIeTT MUTOXOHAPHI OCYIIIECTBIISIETCS
nepenaya 31eKTpoHoB oT HAII® x kosusumy Q,, (I kommn-
JIEKC), OT SSTHTapHO# KMCIOTH K Ko3H3nMy Q10 (11 xomt-
Jekc), ot kosuzuma Q, k uuroxpomy C (111 komriekc)
u ot rmuToxpoma C K MoJekyite Kuciopomna (IV komrmekc).
OT BceX KOMITICKCOB IBIXaTeIbHOM IeTTN 3JICKTPOHBI T1e-
penaroTcs It 00pa30BaHMST MOJIEKYITBI aICHO3MHTPUMOC-
dara (V xommiekce). MccnemoBanue aktuBHOocT CHT
(IT xoMmIIIEKC OBIXaTEIPHOM IIETIH) TTO3BOJISIET KOCBEHHO
OLIEHUTh YPOBEHb BKCIIpeccuu reHoB ouoreHe3a Mt HK
¥ MUTOXOHIPHATLHOI MAacChl, ONIPEAeIUTh ITOKAa3aHUS
K Ha3HauyeHWIo npenaparoB KosusumMa Q, . Ipu Hapy-
meHnn QyHKuuu 11 koMIurekca IpIxaTeIbHOM ST MM~
TOXOHIIpUI HAa3HAYAIOT IPeIapaThl SHTAPHOM KHUCIIOTHI.
Ho onM MCIonb3yroTcsT sk KOPOTKUX KYPCOB JICUCHUS.
H71s1 IIMTe TbHOTO TIPUMEHEHMS UCIIONB3YIOT MperapaThl
KooH3uMa Q. A Takxke MIeOEHOH, KOTOPBIA MMEET KO-
POTKYI0 OOKOBYIO 1IeTIb ¥ IIPOHUKAET Yepe3 TeMaTOHIIe-
dammueckuit 6apbep, YTO BaKHO YYUTHIBATh ¥ OOJTBHBIX
CO CIIMHAJIbHOM aMUOTpOdUeid.

[Ipu m3mMeHeHn moKazaTenst akTUuBHOCTU o-T' O
BO3MOXHO Ha3HaYCHME IIperapaToB KapHUTHHA. OIHAKO
clleAyeT YIUTHIBAaTh, UTO IIPU CHIDKCHHOM YPOBHE OeTa-
OKUCJICHUSI B MUTOXOHIPHSX, TOITOJTHUTEIbHAS TOCTaBKa
KMPHBIX KUCJIOT (YTO JeTaeT KapHUTUH) TOJBKO YCYTyOUT
MUTOXOHIPUAJIBbHBIC HAPYIIICHUS B IIUKJIE OETa-OKUCIE-
Hus. KapHUTHUH yoydlIaeT JOCTaBKY XXUPHBIX KUCIOT
yepe3 MUTOXOHIpHAIbHYI0O MeMOpaHy. Ho ciemyer yuu-
TBIBaThb, 9YTO OHA HE BCEIa MOXeT OBITh HapyIleHa. Bos-
MOXHO, I1eJIeCO00pa3HO IMpUMEeHEeHNEe MUJIAPOHATA, KO-
TOPBIIA TOPMO3UT TIEPEHOC XKMPHBIX KUCIIOT U TTO3BOJISICT
00JIETYNTH HATPY3KYy Ha JAHHBIA METaOOJINICCKUI ITyTh
B MUTOXOHIPHUSIX.

N3menenue yposHs JIJII' MoxxeT ObITh MOKa3aHUEM
11T Ha3HAYeHMs KApHO3WHA, KOTOPHIU ITOBHIIIAET pabo-
TOCIIOCOOHOCTH MBITIIIBI M3-3a HOpManm3anun pH kpoBu
MIpY HapyIIeHNU MeTaboam3Ma JakTaTa. KapHo3mH oka-
3bIBACT OJIATONIPUSITHOE BO3IECUCTBIE HA TIIMKOJIN3, OKWC-
JuTeNnbHOe (pochopuIMpoBaHNUE, YBeJIUUNBaAeT o0Opa-
30BaHMe ameHo3mHTpudochara [38—40]. KapHo3uH
OKa3bIBaeT MOJIOXUTEIILHOE BO3AECUCTBHE TIPU SKCITEPH -
MEHTaJbHOM MHCYJIBTE Y KPBIC, YMEHBIIAs 30HY UIIEMH-
YecKoit moyyreHn. TakuM 00pa3oM, YIUTHIBasI, YTO WH-
CYJIET — 9TO OCTpast UIIEeMUS, TP KOTOPOM OJIOKMPYETCS
I xoMIUIeKC OBIXaTeAbHOM LIeTTM U HAYMHAEeT aKTUBHO
KOMIIeHCaTOpHO paboTaTth II KomImieke, 4TO MIPUBOIUT
K JaJbHEHIIIeMy er0 MCTOIICHUIO, M TO, YTO KapHO3WH
OKa3bIBACT MOJIOXUTEIILHOE IeICTBIE TIPU 3TOM, TIO-BU-
nuMomy, nameHeHne aktuBHoctu CJIIT Toxxe siBisteTcs
MoKa3aHWEeM K Ha3HAaYeHUIO KapHO3MHA. YUUTHIBAS TO,
gyto o-I'D/T ygacTByeT B pa3TUIHBIX BUIAX OOMeHA MU-
TOXOHAPWI ((KMPOBOTO U Ip.), U3MEHEHHE €€ aKTUBHOCTHU
TOXE MOXET CIYXUTh ITOKa3aHWEeM K Ha3HAYCHUIO Kap-
Ho3uHa. JI.I1. [pruHMO coobimna 0 NONOXKUTETBHOM (-
dekTe KapHO3WHA IIPH HACIEACTBEHHOM HEPBHO-MBITIIECY-
HoW marojioruu [41].
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