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BBepeHme. MbilweyHan AUCTOHNA — CUHAPOM C NoKanu3aumen NaToNormMyecknx MexaHn3moB B LIEHTPanbHOWN HepBHOW cncteme. KnuHnye-
CKVIM NPOABJIEHVEM CYHAPOMA ABNAETCA AUCTOHUYECKNI TMNePKUHES C GOPMMPOBAHMNEM MOBbILIEHHOTO MbILLIEYHOTO TOHYCA, YTO MOXKET ObITb
aCCoLMMPOBAHO C 3MEHEHVEM KNeTOUHOro MeTabonuama. Lienb — oLeHnTb NoKasatesiv SHepreTnyeckoro o6mMeHa B MblLLILIaX, BOBNEUYEHHbIX
B UCTOHNYECKUI FTMMNEPKMHES, N COMOCTaBUTb C TAXKECTbIO AUCTOHUM Y NALMEHTOB C MANOMATNYECKON MblLLEYHON ANCTOHUEN.

Matepumanbl n metopapbl. ObcnefoBaHo 84 naumeHTa C MAMOMNATUYECKOW MbIleYHOW AUCTOHMeR: 17 (20,2%) MyXUuH 1 67 (79,8%) KEHLUH.
B 38 cnyuasx nmenach LiepBuKaibHasA MblleYHas ANCTOHWSA, B 36 — cerMeHTapHas, B 10 — reHepanu3oBaHHas ¢ npeobnafjaHvem CMHAPOMa
LiepBrKanbHOM ANCTOHUN COOTBETCTBEHHO. CpeAHMI BO3pacT NaLMeHTOB cocTaBun 46 + 11 neT cpean My>KUmnH 1 52 + 11 neT cpefn XKeHLWMH.
[pynna KoHTponA BKAtovana 10 yCNnoBHO 340POBbIX UL, cpeaHui Bo3pacT 53,0 £ 13,4 roaa. TaxKecTb LiepBUKabHON ANCTOHUN OLIEHMBaNu no
wkanam TWSTRS v Tsui. Y Bcex y4acTHUKOB MCCIeA0BaHMA NPou3BeAEH 3abop 61oncumn 13 TpaneuneBmLHON MbiLLLbl C MOCNEAYIOLM ONpe-
fleNleHneMm ypoBHA aieHO3MHTprpocPopHo Kucnotbl (ATD), naktata u 2,3-gndocdornmueprHoBort kucnotbl (2,3-A0T).

Pe3ynbTatbl. BbisiBieHbl U3MeHeHUA GO3HEPTETUKN MblLLEYHON TKaHW B BUAE CHUXeHUA nokasaTtenein ATO n 2,3-Or 1 noBbllweHNA YPOBHSA
nakTaTa, He KoppenupyloLme C TAXKeCTbio ANCTOHMM no Wwkanam TWSTRS n Tsui.

3aknoueHme. brosHepreTMueckne U3MeHeHUs B MbILLEYHON TKaHW He CBA3aHbl C TAXKECTbIO ANCTOHMM 1, BEPOATHO, OTPaXatoT obLyue nsme-
HeHVs OpraHM3aLuy BHYTPUKIIETOYHOTO SHEPTeTMUECKOro MeTabonn3ma MbillL, B COCTOSHUM TMNepToHyCa.
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Introduction. Dystonia is a syndrome with location of pathological mechanisms in the central nervous system. The clinical manifestation
of the syndrome is dystonic hyperkinesis with the formation of increased muscle tone, which may be associated with changes in cellular
metabolism. Aim is to evaluate the indicators of energy metabolism in the muscles involved in dystonic hyperkinesis and compare with the
severity of dystonia in patients with idiopathic muscular dystonia.

Materials and methods. There were examined eighty four patients diagnosed with idiopathic muscular dystonia, including 17 men
(20.2%) and 67 women (79.8%). In 38 cases there was cervical muscular dystonia, 36 and 10 cases showed segmental and generalized
forms of dystonia with predominance of cervical dystonia syndrome, respectively. The average age of patients was 46 + 11 among
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men and 52 + 11 among women. The control group included 10 conditionally healthy individuals with an average age of 53.0 + 13.4
years. The severity of cervical dystonia was assessed by the TWSTRS and Tsui scales. All participants of the study underwent biopsy
sampling from the trapezius muscle, followed by determination of the level of ATP (adenosine triphosphoric acid), lactate and 2,3 DPH
(2,3-diphosphoglyceric acid).

Results. The results of the study revealed changes in the bioenergetics of muscle tissue in the form of a decrease in ATP and 2,3-DPH and an
increase in lactate levels that did not correlate with the severity of dystonia on the TWSTRS and Tsui scales.

Conclusion. Thus, bioenergetic changes in muscle tissue are not associated with the severity of dystonia and probably reflect general changes
in the organization of intracellular energy metabolism in muscles in a hypertonic state.
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BBeaeHune

JIMCTOHUSI — OOMH U3 Haubojee pacrpoCTpaHEHHBIX
9KCTpalnuMpaMUuIHbIX CUHAPOMOB B HEBPOJOTUU U 3aHU-
MaeT TPEThE MO YAaCTOTE BCTPEYAEMOCTU MECTO I0OCJIE 3C-
CeHLIMaJIbHOTO TpeMopa u 6oie3Hu [lapkuHcoHa [1]. du-
CTOHUS XapaKTepudyercs (pOpMHPOBAHUEM YCTONYMBOI
MaTOJIOTUYECKOM MO3bl UM HEPETYJISIPHBIMUA MbILLIECYHbI-
MU COKpallleHUSIMU U CBSI3aHAa C U30BITOYHOM aKTUBALIUEd
Mbi [2]. B ocHoBe ¢hopMupoBaHUs CUHAPOMA JUCTOHUHN
JIeXaT TPU OCHOBHBIX ITATO(PU3NOIOTMISCKIX MEXaHN3Ma:
HapylleHUE MPOLECCOB TOPMOXEHMSI, CEHCOMOTOpPHas
Ne3WHTEerpaLus, arojorunyeckas aganTauoHHast Heipo-
IUTACTUYHOCTH [3—6].

XOT$1 NaTOreHe3 MbILIEYHON TUCTOHUU UMEET B CBOEH
OCHOBe HapyiieHue co ctopoHbl ITHC, KoHeYHBIM 3BeHOM
MaTOJIOTMYECKOTro Tpoliecca SBISIIOTCS MbILILbI, OHU K€
CJTy>KaT OCHOBHBIMM TOYKAMU MPUJIOXEHWSI CUMIITTOMATU-
YEeCKOM Teparuu. B MbIIIax, yuacTByOmMMX B (hOPMUPOBa-
HUM TATOJOTUYECKOM TO3bl, MPOUCXOAIT U3MEHEHUS KJle-
TOYHOTO SHEProoOMeEHAa, HapaBJIeHHbIE Ha MOAAEepKaHUE
TMOJDKHOTO YPOBHSI (DYHKIMOHMPOBAaHUSI, a UMEHHO CITO-
COOHOCTM K COKpalleHuI0. buosHepreTnueckue mM3aMeHe-
HUS TPU TUCTOHUSIX UCCIENOBAIUCH JUIIb B TPOMOOLIMTAX
MalMEeHTOB U UMEIOT MMPOTUBOPEUUBLIE Pe3yabTaThl [7—9].

HecmoTpst Ha 3HaUUTENbHBIE JOCTUXEHUS B 00JIaCTU
3TUOJIOTUH, NATOreHe3a TMCTOHUI, HAKOTUIEHUH 00JIbIIO-
ro oobeéMa 3HAaHUI O BO3MOXKHOCTSX OOTYJIMHOTEpaNuu,
n3MeHEeHNe (QYHKIIMOHMPOBAHMSI MBIIIEYHOIO BOJIOKHA
MpU TMCTOHUM OCTAETCS MAJIOM3YYEHHBIM BOIIPOCOM.
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ITean padoThl — OILIEHUTH MOKA3aTEIN SHEPTETUUECKO-
ro oOMeHa B MbIIIAX, BOBJIEUYEHHBIX B TUCTOHUYECKUI
TUINEPKUHE3, U COMOCTABUTh C TSIXKECThIO AUCTOHUM Y T1a-
LIMEHTOB C UIMONATUYECKON MBIIIEUHOU TUCTOHUEM.

MaTtepuanbl n meToabl

JAuarHo3 ycCTaHaBIMBAJIM HAa OCHOBAaHUU KpUTE-
pueB u Kinaccudukanu KoHceHCcycHOro KomurteTa
oT 2013 r. [2]. ObcneqoBaHo 84 maiMeHTa ¢ yCTaHOBJEH-
HBIM JTUArHO30M WAMOMATUYECKON MBIIMIEYHON IHMCTO-
Huu, u3 Hux 17 (20,2%) myxuuH u 67 (79,8%) KeHIIUH.
B 38 cnydasgx uMmenach nepBUKaIbHAS MbIIIEYHAS TUCTO-
Husl, B 36 1 10 ciryyasix — cerMeHTapHast U FeHepaJli30BaH-
Hasi GOPMBI TUCTOHUY COOTBETCTBEHHO C TIpeodIagaHeM
CUHApPOMA LEPBUKAIbHON AUCTOHUU. CpenqHuil BO3pacT
MallMeHTOB cocTaBWa 46 + 11 et y Mmy>kumH u 52 + 11 Jer
y XeHIIMH. JJTMTeTbHOCTh 3a6ojieBaHust — 1—36 yiet (Me-
nuaHa 10 net). I'pynma KoHTposs BkiIovana 10 ycioBHO
3IOPOBBIX YEJIOBEK, CpenHuii Bo3pacT 53,0 = 13,4 rona.

B xiimHUYeCKOoi1 O11eHKEe UCITOIB30BAIM KBl Toron-
to Western Spasmodic Torticollis Rating Scale (TWSTRS;
MaKCUMaJIbHBI Oamn — 85) u Tsui (MakCUMabHBIA
6amn — 25) [10]. TskecTb AIMCTOHUM OLIEHUBAIMN IO OYe-
pEemHOM MHBEKIINU OOTYTMHNYeCKOTo ToKcrHa, DeHoTum
LIEpBUKAJbHOU NUCTOHUM OIPEACSSUIM B COOTBETCTBUU
¢ koHuenuwueit ColCap [10].

Y Bcex yYaCTHUKOB MCCIIEAOBAaHUST TIPOU3BOIMIIN 3a-
0Op MBIIIIEYHOTO OMOTITaTa U3 TPATIEIIMEBUIHOW MBITIIIIBI
C UCTIOJIb30BaHMEM TTOJTYaBTOMATUYECKUX UTJI THJILOTUH-
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Puc. 1. AHanu3 nokasarens wkanbl TWSTRS go 6oTynuHoTepanuu B 3aBUCMMOCTA OT Gopmbl gucToHun: 1 — dboKanbHom; 2 — cer-

MeHTapHoW; 3 — reHepann3oBaHHON.

Fig. 1. Analysis of the TWSTRS scale indicator prior to botulinum toxin therapy depending on the form of dystonia: 7 — focal;

2 — segmental; 3 — generalized.

Ta6nuua 1. 3HayeHunA no paspenam wkan TWSTRS n Tsui y naumneHToB ¢ poKanbHO, cermeHTapHOIl 1 reHepanu3oBaHHO ¢popmamm AUCTOHNN,
M £ SD, 95% AU pna kputepna Ouwepa; meauaHa, Q -Q, ana kputepuns Kpackena-Yonnuca

Table 1. Values by sections of the TWSTRS and Tsui scales in patients with focal, segmental and generalized dystonia, M + SD, 95% confidence

interval for the Fisher criterion; Q,-Q, for the Kraskel-Wallis criterion

®opma qucronnu | Form of dystonia

Illxana
Scale dbokanpHast
focal
TWSTRS (0o61uuii 6asmr) 27 £8
TWSTRS (total score) (24-30)
TWSTRS (ts1xectb) 12
TWSTRS (heaviness) (10—15)
TWSTRS (HBanmuau3zaiusi) 7
TWSTRS (disability) (6-9)
TWSTRS (Gosb) 7
TWSTRS (pain) (4-8)
Tsui 6
(5-8)

Horo tunma DS GBL 16G X15 c¢M («Tsunami Medical»)
C TIOCJICOYIOIIMM OIpeeIeHUEeM YPOBHS aleHO3UMHTPU-
docdopHoii kuciotel (AT®D), nakrata u 2,3-gudocdo-
ruuepuHoBoi kKucaoTel (2,3-JPT). KoHueHTpauuio
AT® u 2,3-JPTI ycraHaBIMBaIM MO KOJIUYECTBY Heopra-
HU4Yeckoro ¢ocdara cneKTpoPoTOMEeTPUUECKA HEIH3M-
MAaTHUYECKUM METOIOM.

CTaTUCTUYECKUI aHajiu3 IIPOBOAWIM C MCIIONb30-
BaHueM TiporpaMmbl «StatTech v. 2.8.8» («Crartex»,
Poccust). KonuuecTBeHHbIE TMOKa3aTeslM OLIEHUBAJIM Ha
MpeIMET COOTBETCTBMSI HOPMAJIbHOMY pacCIpeleIeHUIO
¢ nomoipsio kputepusi KommoropoBa—CmupHoBa. Ko-
JINYECTBEHHbIE IOKA3aTe/I1, MMEIOIe HOPMaJIbHOE pac-
NpenejcHue, OMUCHIBAIM C IOMOIIBIO CPeAHUX apud-
MeTHYeCKUX BeauyuH (M) M cTaHZApTHBIX OTKJIOHEHWit
(SD), rpanui; 95% noseputenbHoro nHtepsaia (95% JIN).
B ciydae oTCyTCTBMSI HOPMAJIbHOIO PacIIpeae/IeHIST KOJIM-
YEeCTBEHHBIC JaHHbIC OMMCHIBAJIM C IIOMOIIBLIO MEIUaHbI
(Me), HuxxHero u BepxHero kBaptuiei (Q,—Q,).

Original investigations

cerMeHTapHast reHepaM30BaHHAast P
segmental generalized

39+ 11 48+ 14 <0.001
(36—43) (37-58)

21 24 <0.001
(14-23) (20-27)

12 16 <0.001
(8—15) (12-17)

8 9 0.002
(7-10) (8—14)

8 10 0.002
(7—11) (7—14)

HamnpagneHue v TeCHOTY KOPPEISIIMOHHOM CBSI3U MEXKITY
JIBYMSI KOJIMYECTBEHHBIMU TTOKA3aTe/ISIMU OLICHUBAJIM C IT0-
Mollblo Koa(duimeHTa koppeasiuuu [TupcoHa (mpu Hop-
MaJIbHOM pacIpele/eHUU COIOCTABISIEMbIX IT0Ka3aTesIeii)
1 Ko3(GUIIMEeHTa paHroBoii Koppesuyuu CrpMeHa (Tipu
pacnpeneeHIM IoKasaTesieli, OTIMYHOM OT HOPMAJIbHOTO).

PesynbTaTtbl

Haubonee BbIpaxkeHHBII CUMITOMOKOMILJIEKC LIEPBU-
KaJIbHOI TMCTOHUU OTMEUEH B IPYIIIIe MalMeHTOB C TeHepa-
JIM30BaHHOI nucTOoHUE (puc. 1). MenuaHa TSKeCTH LiepBU-
KQJIbHOM TUCTOHUU OO MPOBEACHUS OUYEPEIHON MHBEKIIMU
OOTyIMHUYEeCKOro TokcmHa tvna A 1o mkaire TWSTRS
cocraBuia 31 (14—69) 6amn, o mkane Tsui — 7 (3—16)
6atoB. CTaTUCTUUYECKM 3HAUYMMOM Pa3HULIbI 10 IIKajaam
TWSTRS u Tsui cpeny My>KUMH 1 XEHILWH HE BBISBICHO.

CTaTUCTUYECKU 3HAYMMBbIE pa3uuusl OTMEYaIUCh
no ob6uemy 6amny mkansl TWSTRS, noamkanam tskecTtu,
WHBAJIMAM3ALU 1 00JI1, a TakKe 1o 1kaie Tsui (Tada. 1).
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Ta6bnuua 2. PeHOTUNDI LIEPBUKANbHOI 4UCTOHUN
Table 2. Phenotypes of cervical dystonia

DeHOTHUIT IEPBUKATBHOM TUCTOHUN
The phenotype of cervical dystonia

Toprukaryr 65
Torticaput

Toprukoumc 39
Torticollis

Jlatepokarmyt 33
Laterocaput

Jlatepokosiic 16
Laterocollis

Petpokarmyt 1

Retrocaput

Perpoxkosiuc 1

Retrocollis

AHTEpOKAIyT 3
Anterokaput
AHTEpPOKOJIITIC 5
Anterocollis
CarurrajbHbIi IUGT 3
Sagittal shift
JlatepanbHblil IUdT 2
Lateral shift

%

77.38

46.43

39.29

19.05

1.19

1.19

2.38

Ta6nuuya 3. Pe3yanaTbl KOpPpenAuMoHHOro aHannsa B3auMoCBA3N NoKasaTtenen SHepreTu4yeckoro o6MmeHa n TaxKecTn LepBMKanbHON ANCTOHUN

Table 3. The results of the correlation analysis of energy metabolism and the severity of cervical dystonia

ITxana
Scale AT®
ATP
TWSTRS (o6rimit 6amn) p=-0.058
TWSTRS (total score) p»=0.780
TWSTRS (Tsxectb) p=-0.114
TWSTRS (severity) p=0.580
TWSTRS (muBanuauzauusi) p=—0.110
TWSTRS (disability) »=0.592
TWSTRS (6osb) p=10.181
TWSTRS (pain) p=0.375
Tsui p=-0.016
p=10.940

HaubGomnee yacTto BCcTpeyarolyMmcsl JOMUHUPYIOLIUM
¢GeHOTUIIOM IEPBUKAJIBHON OWCTOHWU OBLT TOPTUKAITYT
(77,38%), Gonee penkumu (GeHOTUIIAMU — PETPOKAIYT
u perpokouuc (1,19%; Tadu. 2).

IIpu wuccnepoBaHuu KoHueHTpauuu ATD B MbI-
IIEYHOM TKAaHW TALUMEHTOB C JAVWCTOHUEW B CPABHEHUU
C TPYIIIOI KOHTPOJIS BBISIBJICHO CTATUCTUISCKU 3HAYMMOE
(p = 0,004) cHIKeHMe TMOKAa3aTeNIsl B TPYIIIE IMAllMeHTOB
C IUCTOHHUEN. B rpyrine nmaumMeHToB ¢ IMCTOHUEH MeIuaHa
koHueHTpauun AT® cocrasnsuia 0,229. 2,3-J®PT takxke
cratuctTrnaecku 3Hauumo (p = 0,002) cHmKajacs B TpymIe
nauueHToB ¢ guctoHuei (1,170) B cpaBHEHMU C TPYII-
noit koHTpossi. [1py ncciaenoBaHUM comepKaHuUs JIaKTaTa

18

TTokazarenn 6M03HEPreTUYECKOro ooMeHa
Indicators of bioenergetic exchange

2,3-1PT JIaKTaT
2,3-diphosphoglycerate lactate
p=10.007 p=-0.079
p=10.969 p=0.722
p=0.027 p=-0.136
p=0.881 p=0.536
p=—0.007 p=0.136
»=10.968 p»=0.535
p=—0.110 p=-0.070
p=0.537 p=0.752
p=-0.220 p=-0.023
p=0.211 p=0.917

B MBILLIEYHOI TKAHU BBISIBJICHO CTATUCTUYECKU 3HAYMMOE
(p < 0,001) moBeIIIIEHUE TTOKA3aTeJIsI B IPYIIIe MAllEHTOB
¢ MbleyHor aucronmeit (3,795 £ 0,886) B cpaBHeHUHU
¢ rpynmoit koutpous. ITokazatenun AT®, 2,3-API" u nak-
TaTa He 3aBUCEJIM OT BO3pacTa U AJIUTSIIbHOCTUA 0OJIE3HMU.

[Ipu mpoBeneHNU KOPPEISLIMOHHOTO aHAIU3a MEXIY
nokaszatesaMu AT®, 2,3-1DI", nakrara 1 TSKECTBIO LIEP-
BUKaJIbHOM auctoHuM no mkamam TWSTRS u Tsui koppe-
JISSLIMOHHAS CBSI3b HE 0OHapykeHa (Taba. 3).

O6cyxaeHune

W3 nomy4eHHBIX pe3yJIbTaToOB CIEAYET 3aKJIIOUNTh, YTO
y HALMEHTOB C IUCTOHMEM CHIKEHbI KOHLIeHTpauuu AT®
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n 2,3-1MPI' u noBeIlIeHa KOHLUEHTPALMS JaKTara B Mbl-
meYyHO TKaHU. [laHHBIE M3MEHEHUs 3HEPTeTUIECKOTO
MeTaboIM3Ma YKa3bIBalOT HAa TKAHEBYIO TUTTOKCUIO 1 aKTH-
BaIlMIO aHA3POOHBIX MyTEeH MTOTYICHUS] SHEPTUU.

BoisiBieHHbBIE OHO3HEepreTuIYeCcKre U3MEHEHUS
B MBIIIIIAX HE KOPPEIUPYIOT C TSLKECTHIO IIEPBUKAJIBHOMN
muctonuu no mwkantam TWSTRS u Tsui u, BeposiTHO, OT-
paxalroT 00IIMe U3MEHEHMST OPTaHN3allMi BHYTPUKIIETOU -
HOTO YHEPreTMYEeCKOro MeTaboIm3Ma B MBIIIIEYHOM TKaHU
B COCTOSTHUH TTOBBIIIIEHHOTO TOHYCA.

3aknueHmne

B viccnenoBaHuu cienaH akleHT Ha MbILLIEYHO TKaHU
KaK KOHEYHOM 3BeHe IaToreHesa aucroHuu. [IpogeMoH-
CTPUPOBaHbl OMO’HEPreTUUECKUE U3MEHEHUS KJIETOYHO-
ro MeTaboa13Ma, BEpOsITHO, OOYCIIOBIEHHBIE MBIIIIEYHBIM
TUINIEPTOHYCOM U HE KOPPEJIUPYIOIIUE C TAXKECTHIO LIEPBU-
KaJbHOM TUCTOHUMU.
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