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AHHOTANUA

Beenenmne. V3ydenne MeTabOIMIECKUX OCOOCHHOCTEH CKEIETHBIX MBIIII MAITUEHTOB C JIETCKUM
nepebpanbubiM mapanuaoM (JIL{I1) mo3Bomut obGocHoBaTh Hambosiee 3PGHEKTUBHBIE METOMIbI
(apMaKoJOrn4ecKoi KOPPEKIMH MaTOXUMUYECKUX HapYIIEHUH.

Iean. OueHnuth OHOXMMHUUYECKUE H3MEHEHHs B M. gracilis y aereii co cnactuueckumu hopmamu
JLII mpu pa3HbIX YPOBHSX ABUTATEIbHBIX PACCTPOMCTB.

MarepuaJbl 1 MeTOABI. V3ydeHbl nokasarenu Merabonuzma M. gracilis y aereii co cpeanumu
u 1sokensiMa dopmamu JILIT. [lamumentsr Obutm pasnmeneHsl HAa 3 Tpynmbl Ha OCHOBAaHUHU
K1accu(UKaU OCHOBHBIX MOTOPHBIX (yHkuumii: rpymma 1 (n=8) — pmetu c¢ III ypoBHem
JBHUraTeNbHbIX paccrpoiictB 1o GMFCS; rpynmna 2 (n=9) — ¢ IV yposaewm; rpynmna 3 (n=26) —
¢ V ypoBHeM. B mblminax onpenesisyiu akTUBHOCTh (PEPMEHTOB U CyOCTPATOB SHEPIeTUUECKOTO
oOM€Ha, MPOTEOJIUTUYECKYI0O AKTUBHOCTb, YpPOBEHb OEJIKOB U TPOAYKTOB IEPEKUCHOTO
OKHCJICHHUS.

Pe3yabTaThl. YpoBeHb MUO3HMHA B M. gracilis Obu1 craTHCTHYECKH 3HAYMMO BBIIIEC Y TAIIMEHTOB
rpynnsl 1 oTHOcHuTenbHO Tpynn 2 1 3. B rpynne 2 cHuXeHHe MUO3MHA 110 CPABHEHHUIO C IPYNIION
1 coctaBuio okono 3,0%, ¢ rpynmnoit 3 — 4,5%. OOHapy eHbl JOCTOBEPHO MEHBIIINE 3HAYCHUS
aKTUBHOCTU KUCION (ocdarassl y gereit 2 u 3 rpynm. Y manueHtoB rpymnmsl 2 B M. gracilis
OblIa JOCTOBEPHO BBIIIE JI0JII MBILIEUYHBIX BOJIOKOH THMa |, TOrna kak HaMMEHbBIIUH MPOLIEHT
TaKUX BOJIOKOH BBISBJIEH Yy MalMeHTOB rpymnmsl 3. Takxke B rpynne 3 cTaTUCTUYECKH 3HAYMMO
Obl1a CHUYKEHA 00111asi aKTUBHOCTb JIAKTATACTUPOreHas3bl U KpeaTuH(OC(HOKNHAZHI.
3akmouyenue. B ckenerHoit Mmyckynatype mnamueHtoB ¢ JIIT Ha ¢(oHe BbIpakeHHBIX
JIBUTATEIbHBIX OIPAaHUYEHUN OTMEYAETCsl CHUKEHUE CHHTE3a COKPAaTUTENIbHBIX OEIKOB, a TaKKe
MHTEHCUBHOCTH a3pOOHBIX OKUCIUTENbHBIX IpoueccoB. Ilpu 3Tom amempeccus cuHTe3a Oenka
ormeuaercs y nanueHToB ¢ GMFCS IV, Ttorma kak 3HauuMble HapyLIEHHs] SHEPIeTUYECKOTO
obmena — y nanuenToB ¢ GMFCS V.

KiroueBble cjioBa: JeTCKUl IepeOpalbHBIM Mapalud; CKEIEeTHhIE MBI, OOMEH Oenka;
SHEPTreTUYECKHUI OOMEH.
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ABSTRACT

INTRODUCTION: Investigation of metabolic characteristics of skeletal muscles of patients
with cerebral palsy will permit substantiation of the most effective methods of pharmacological
correction of pathochemical disorders.

AIM: To evaluate biochemical changes in m. gracilis in children with spastic forms of cerebral
palsy and different levels of movement disorders.

MATERIALS AND METHODS: The metabolic parameters of m. gracilis were studied in
children with moderate and severe forms of cerebral palsy. The patients were divided into three
groups on the basis of classification of the basic motor functions: group 1 (n=8) — children with
level 111 motor disorders according to GMFCS; group 2 (n=9) — with level 1V; group 3 (n=26) —
with level V. The activity of enzymes and energy metabolism substrates, proteolytic activity, the
level of proteins and peroxidation products were determined in the muscles.

RESULTS: The level of myosin in m. gracilis was statistically significantly higher in patients of
group 1 relative to groups 2 and 3. In group 2 myosin was 3.0% decreased compared to group 1
and 4.5% decreased compared to group 3. Reliably lower values of acid phosphatase activity
were detected in children of groups 2 and 3. Patients of group 2 had a reliably higher proportion
of type I muscle fibers in m. gracilis, while the lowest percent of such fibers was detected in
patients of group 3. Group 3 also demonstrated statistically significant reduction in the activity of
lactate dehydrogenase and creatine phosphokinase.

CONCLUSION: In patients with cerebral palsy with the underlying prominent limitation of
motor activity, a decrease in the synthesis of contractile proteins and in the intensity of aerobic
oxidative processes in the skeletal muscles is noted. At the same time, depression of protein
synthesis is noted in patients with GMFCS 1V and significant disorders in energy metabolism in
patients with GMFCS V.
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BBenenue

H3BecTHO, 4TO pa3zHooOpa3Hbie (PakTo-
pBI PUCKA MEPUHATAIBLHOIO U MOCTHATAJIBHO-
r'0 MEePUOJIOB MOTYT CIIOCOOCTBOBATH (POpPMHU-
POBAHMIO CTATUYECKOW »HHIleanonaTUu B
pa3BHUBAIOIIEMCSI MO3Te peOCHKA, TEM CaMbIM
oOycrnaBinuBasi pa3BUTHE JIETCKOTO ILepe-
OpanpHoro mapanmda (LIIT) [1]. Kakoit Ob
He ObljIa 3TUOJIOTUYECKasl MPUYHHA, TaTore-
Hernuecku [ILII cBsA3aH ¢ moOBpexkIeHHEM
LEHTPAIBHOTO MOTOHEMpPOHA, YTPAaTOM €ro
CIIOCOOHOCTH KOHTPOJIMPOBATH CErMEHTAap-
HBII amnmapaTr CIMHHOIO MO3ra, pa3BUTHUEM
CIACTHYECKOTO CHHIPOMA, TUIIEPPEQIICKCHH,
dbopMUPOBaHHEM MBIIICYHBIX KOHTPAKTYP,
CHW)KCHHEM MbIedHol maccel [2]. TlyGmm-
KallM¥ MOCJEIHMX JIET, ONHUCHIBAIOIINE METa-
0O0JIMYECKNE U3MEHEHHS! B CKEJIETHBIX MBIIII-
nax nauueHTos ¢ JIII, nocratouHo CKyIHBI
M, B OCHOBHOM OCHOBBLIBAIOTCSI Ha OIICHKE
BBIPDAKEHHOCTU KallWJULIPHOM CETU U OT-
JIeTBHBIX OKUCIHUTENBHBIX MporeccoB [3, 4].
IIpu 3TOM B nHMTEpaType Mbl HE HALUIM HUH-
dbopmaru,  Kacaromiehcss — KOMIUICKCHOM
OLICHKH OMOXUMHYECKOTro MpOQuIIsl MBIIIEY-
HOM TKaHMU y JE€T€H C pa3HbIMU YPOBHSIMH
JBUTATEIBbHBIX PAcCcTPOWCTB Ha (oHE Lepe-
OpajbHOTO TMapajinya. XOTs, Ha Halll B3TJISI,
ompejieieHue MeTa0OINYeCKUX H3MEHEHUN
perparupoBaHHbIX MbIIII] O0pHBIX ¢ JIIIIT
MO3BOJIUT MOA0OpaTh U 000CHOBATH HAUOO-
nee 3 pexTuBHBIE METOABI (hapMaKoJoruye-
CKOM KOPPEKUMU NMAaTOXMMHUUYECKUX Hapylle-
HUW MPU TaHHOM 3a00JIeBaHUH, OCOOEHHO Ha
¢dboHE TPOBOAUMBIX XUPYPTUUYECKUX OPTOIIE-
JMMYECKUX BMEIIATeIbCTB [5].

Leab — OIEHUTh OMOXUMHUYECKHE W3-
MeHeHus B M. gracilis y nereit co cractuye-
ckumu popmamu JIIT npu pasHbIX ypOBHAX
JIBUTaTEIbHBIX PACCTPOMCTB.

MaTepI/laﬂbl H METObI

HccnenoBanue MpOBOJAMIOCH B COOT-
BETCTBHU C ITHYECKUMH CTaHJapTaMH, W3-
JOXKEHHbBIMH B XeJIbCHUHKCKON JIeKJIapalyi.
Ha wuccnemoBaHue TONMyd4eHO pa3penieHue
komurera no stuke npu PI'bY HMMUIL
TO wumenn axanemuka [.A. Wnuzaposa
Munsapasa Poccun (ITporokon Ne 2 (70) ot
21.10.2021). Bce 3akoHHBIE TPEICTaBUTEIIN

Janu  10OpoBOJIbHOE  WH(DOPMUPOBAHHOE
corjacue Ha y4acTHE B UCCJIEIOBAaHUU.

B ogHOMOMEHTHOE  HCCIEIOBaHHE
BKIIIOUeHO 43 pebOenka (28 manpunkos, 15 ne-
BOYEK, BO3pACT OT 5 A0 15 5ieT) co cpeqHumu u
TsokensiMa - popmamu [T, npuBomsimvu
KOHTPAaKTypaMu Ta300€IpPEHHBIX CYCTABOB IO
HIOBOJIY YEro B paMKax OJJHOMOMEHTHBIX MHO-
TOYPOBHEBBIX OPTONEIMYECKUX BMEIIATEILCTB
BBIIOJIHAIACh TEHOMUOTOMUSI TOHKOM MBIILIIBI
Oenpa 13 MaxoBoro jgocrymna [6].

Kpumepuu exniouenusn: 1etu co
cpenHuMu U TspxenbiMu popmamu QLI (IT1—
V ¢yukuuonaneueiii ypoBenb mo GMFCS),
NPUBOJSAIINE KOHTPAKTYpPHI Ta300€qpeHHBIX
CyCTaBOB, TeHOMHOTOMHs M. gracilis.

Kpumepuit neekniouenua: panee Ie-
pPEHECCHHbIC OIepaTUBHbIE BMEIATENILCTBA
Ha NMPUBOAIINX MBIIIIax Oepa.

[TanmenTsl ObUM pa3geneHsl Ha 3
IPYIIBI MO KIacCU()UKAIUU OCHOBHBIX MO-
topubix ¢Gynkuuit GMFCS (Gross Motor
Function Classification System):

- e2pynna 1 — OonbHBIE, CIOCOOHBIE
CaMOCTOSITENIbHO XOJUTh C HE3HAYUTEIbHBI-
MH OrpaHUYEHUSIMH (CKOPOCTb, BBIHOCIIH-
BOCTb), JIMOO NPUMEHSBIINE IOINOJIHUTEb-
Hble NpUCHOCOONEHUsI (TPOCTH, XOAYHKH U
t.1.) — III ypoBenb mo GMFCS (n=8);

- 2pynna 2 — TMALUEHTHI, UCTIOIb30BaB-
IIMe JUTA IepEMEIICHUS] TEXHUYECKHE CPEeICTBA
peabwmTanMu M CHUISIIME B Kpecie-KaTai-
ke — IV yposens mo GMFCS (n=9);

- 2pynna 3 — OOJbHBIE C BBIPAKEHHBIMU
HApYIICHUSIMH MOTOPHKHA KOHEYHOCTEH, He
CIOCOOHBIE KOHTPOJIMPOBATH MOJOKEHUE Terna
U TIepeBUTATHCS 0€3 TMOMOIIM POIUTEICH
(omekynoB) — V yposerb 1o GMFCS (n=26).

B rpynne 1 Obuio 5 manpuukoB u 3 1e-
BOUKH, B Ipymnie 2 — 5 MaJIbYUKOB U 4 1€BOY-
KH, B rpymme 3 — 17 ManbuukoB U 9 ieBodek

Q3JIMYMSI 110 MOy MEXITy TPYIIIaMH 110 TECTY
¥~ He poctoBepHbl pu P=0,703). Mennannbie
3HaueHus Bo3pacta B rpymne 1 — 9 ger, B
rpymne 2 — 11 ner, B rpynmne 3 — 9 ner (paz-
JM4Mst IO TecTy )~ HemoctoBepHbl, P=0,16).

VY Bcex manMeHToB rpynisl | BeIIBICHA
CracTHYecKas TeMUILIerus, B rpymnme 2 —y 6
3 9 nereil BBIABIEHA CIIACTUYECKas TeTpar-
aerus, a'y 3 u3 9 — crnacTuyeckas JUIIeTHs.
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B rpynmne 3 — y 20 u3 26 G0JbHBIX UMENach
TeTparvierys, a y 6 u3 26 — Iurierus.

B uccnenyempix rpynmnax 16 nanues-
ToB U3 43 (37%) Habmonanuch y HEBpoJoOra
[0 TOBOAY CONYTCTBYIOUIEH SIHICIICUU U
MOJIyYaau MPOTUBOCYJOPOXKHYIO TEPANUIO: B
rpynne 1 — oIuH 4enoBeK, B rpynmne 2 —
Tpoe, B rpyrre 3 — 12 GOJIbHBIX.

I'pynna koHTpons (Hopma) He Obula
chopMUpOBaHa B CBSI3U C TEXHUYECKOU
CJIO)KHOCTBIO ¥ 3TUYECKUMH OTPaHUYCHUSIMU
BO3MOXXHOCTH 3a00pa OMONTaTOB y OOJIbHBIX
COIIOCTAaBUMOT'0 BO3pacTa 0e3 10CTaTOYHBIX K
TOMY ITOKa3aHUH.

3abop marepuana (1Ba ¢pparMeHra) s
UCCIIEIOBAHUS OCYILECTBIISUIM BO BpeMsl Orle-
paiM mociie TeHoMuoTomMuu M. gracilis us3
naxoBoro goctyna. OnuH (GparMeHT MBIIIIIBI
pazmepom 0,5%0,5 cm pacnpaBisiiid B COCTOS-
HUU E€CTECTBEHHOTO HATSHKEHHUS Ha >KECTKOM
KapToHe, morpyxamu ero B 10% pactBOp
dbopmanuHa. 3areM MaTepual MPOMBIBAJIH,
MEJIBYMIIM Ha OJIOKH, IeTUTpaTUpOBaIU B 3Ta-
HOJIE BOCXOJISIIIEN KOHIEHTPAIMU, MPOMUTHI-
B B mapaduue. Cpe3bl M3rOTaBIMBAIH C
OMOIIBI0 MUKpOoTOMa Bromma-2218 (LKB,
[IBerus), OKpamMBaId T'€MaTOKCHIMHOM-
s03uHOM 110 Maccony, merogom PTAH. Ilo-
JydeHUE BBICOKOKAYECTBCHHBIX ITU(PPOBBIX
M300paKEHU THUCTOJOTHUYECKUX MHKPOIpe-
napaToB ocyuectBisuin nocpenctsom AIIK
Pannoramic MIDI Il BF (3DHISTECH Ltd.,
Benrpust) /g MOJHOIBETHOrO CKaHMpOBa-
HUS B TPOXOMSIIEM CBETE IO TEXHOJOTHU
Whole-slide imaging B pexume Extended
focus (ommuus «pacuupenHas GoKyCHpOBKay,
rZIe CKAaHWPYIOTCA pPa3IndHble (OKAITHHBIC
IUIOCKOCTH € MOCTIEIYIOIIUM UX COBMEIIEHU-
em). B mporpamme Pannoramic CaseViewer
2.4 (3DHISTECH Ltd., Benrpust) Ha uugpo-
BBIX TIperaparax IMOMEePEYHBIX CPE30B MBIIII-
1bl, okpameHHbIX MerogoM PTAH, B kax-
JIOM OTJEIIbHOM ITy4Ke MBIIICYHBIX BOJOKOH
U3MEPSUTH TIOCTIeIOBATEIbHO IUIOUIA/lh BCEX
BoJiokoH I Tmma, 3ateM BceX BOJIOKOH II TH-
a, mociie 4Yero PacCUUTHIBATU WX JOJIO OT-
HOCHUTEIIBHO JIPYT JApyTa.

Jlpyroii QparMeHT HampaBIsLId  Ha
ouoxumuueckoe wuccienoBanue. dparMeHT
m. graciliS oTMbIBamM OT SpUTPOLUTOB U

pasMenbuanu B oxyaxaeHHoM 0,03M pactBo-
pe KCl, 3arem nenrpudyrupoanu 15 MuHyT
npu 14 000g Ha ynerpanenTpudyre «Beckman
&Coulter» (CIIIA). B nomyuenHoMm Hajmocai-
Ke (CapKOIIa3MaTHYECKHI 3KCTPAKT) OIpe-
NN OOLIYI0 MPOTEOIUTUYECKYIO AKTHUB-
HOCTh, aKTUBHOCTh KHCJION (pocdaraspl, nak-
tataeruaporenassl  (JIIAI), xpearundocdo-
kuHasbl (KOK), kaTtanaspl, ypoBeHb MPOIYK-
TOB TepekrucHoro okucienus oenkos (I10B),
KOHLIEHTPALIMIO TJIOKO3bl M JakraTta. M3
ocajika, MOJYyYEeHHOTO Mocie HeHTpUuyrupo-
Banus 1npu 14 0009, BBIAENSUIM MHO3WH B
0,6M pactBope KCI, pactBop neHTpudyru-
poBanus 10 mun npu 6000g. B nomyuennom
HA/I0CaJKe U B MEPBUYHOM SKCTPAKTE OIpe-
NI coniepxanue 6enka o Jloypu.

AKTUBHOCTB Kuciou ¢ocdarassl, JIJIT,
K@K, a Takke KOHUEHTpaLMIO JaKTaTa W
TJIIOKO3Bl OMpEeNsii HabopaMH peareHTOB
Vital Diagnostic (Poccusi) Ha Omoxmmmde-
ckoM ananmmzaTope Hitachi 902 (Hoffmann-
La Roche, Utanus). OOmyto mporeoauTuye-
CKYI0 aKTHBHOCTh ONpEICIISIIM [0 WHTEH-
CHUBHOCTH PEAKIMH IMPOTEOIH3a TeMOrio0u-
Ha U BBIPAXKaJU B KOJIMYECTBE aMUHOKHUCIIOT,
oOpasyromuxcs 3a €IUHHILy BpeMeHu [7].
Karana3nyio akTHBHOCTH B MBILIEYHOM SKC-
TPaKTe OINPENENSIIN 10 PEaKIuh ¢ MOInO/1a-
toM ammonus [8]. IIpoaykter [1OB omnpene-
TS B OEJIKOBOM OCaJIKe MO peakiuu ¢ 2,4-
JUHUTpOoeHuIrnIpasuHoM. [lpoaykTsl pe-
aKIMU PETUCTPUPOBAIIM TPH JUIMHAX BOJH
270 um (ampaeruadenunruapasonsl, 110B6;7),
363umM u 370HM (KETOHIUHUTPOPEHUITHA-
pa3onbl, [10Bss3+370) [9]. AkTHBHOCTH (ep-
MeHTOB U npoaykToB I1Ob paccunteiBaiu Ha
rpamMM capKoIla3MaThuyeckoro Oeinka, cyo-
CTPaTOB — Ha MAcCy ChIPOM TKAHH.

Pe3ynbTarhl mpeacTaBieHbl B TaOIHIIAX
B Buje Memuanbl 1-3 kBaptuias, Me [QI;
Q3]. HopMasibHOCTh BBIOOPOK OMPEACTISIIN C
nomotnpto kputepus lanupo—Yunka. Ilpo-
LEypPy MHOKECTBEHHOTO CPaBHEHUS MEXIY
TpyIIIaMHd BEITIONHSIN C MTOMOIMIBI0 H-Tecta
Kpackena—Yomnuca. MUHMMaNbHBIA  ypo-
BEHb 3HAUYMMOCTH (p) NMPUHHUMAIU PaBHBIM
0,05. Hdns cratucTudeckoil oOpabOTKH HcC-
MOJIE30BAJT CTaTUCTHYSCKH Moy AtteStat
13.1 nns Microsoft Excel.
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[IpoBeneHHOE HCCIEIOBAaHUE TIOKa3a-
70, YTO COJEpKAaHUE IKCTPArHpPyEeMBIX cap-
KOIUTa3MaTHYeCKuX OeiakoB B M. gracilis
MEXIy TMalUeHTAMHU HCCIEIyEeMbIX TPYII
JIOCTOBEPHO HE Pa3IM4ajioch, B OTIMYUE OT
YPOBHSI MHO3MHA, 3HaYEHHUE KOTOPOTO ObLIH
CTaTUCTHYECKU 3HAYMMO BBIIIC y MAIIMEHTOB
rpynnsl 1 (tabn. 1). B rpynne 2 cHuxeHue
MHO3HMHA OTHOCHTEIBHO Ipymibl 1 cocTaBu-
710 okozo 3,0% (p=0,05), B rpynmne 3 — 4,5%
(p=0,04). CymecTBeHHBIX pa3IUYuii OOIIEH

HPOTEOIUTHIECKON AaKTUBHOCTH MBIIICYHOTO
HKCTPAKTa MEXAY TpyNIaMd HE OTMEYCHO.
OOHapyXeHbI JIOCTOBEpPHO CHW)KEHHBIC 3Ha-
YeHUs] AKTHBHOCTH JPYroro JHMTHYECKOTO
depmenTa — kucnoit gocdarassl y nanueH-
TOB Tpynn 2 U 3 OTHOCHTENIFHO TAlIEHTOB
rpynnst 1.

OTanumst aKTUBHOCTH KaTayasbl U IPo-
JQYKTOB TEPEKHCHOTO OKHUCIICHUS Oenka B
MBIIIEYHOM JKCTPAKTE MEXAY MaIlleHTaMu
UCCIICIyeMbIX TPYII ObUIM CTaTUCTUYECKH
HE 3Ha4YUMBI (TabII. 2).

Taﬁ.lmua 1. CoaepxcaHMe 0eaKOB U MMPOTCOJIUTUYCCKAA AKTUBHOCTH MBIIIICYHOI'O0 3KCTPAKTa MalluCHTOB

ucciaeayeMbix rpymi, Me [Q1; Q3]

Table 1. Protein content and proteolytic activity of muscle extract of patients of study groups,

Me [Q1; Q3]
[Tokazarenn I'pynma 1 I'pymma 2 I'pynmna 3

CapKoIuta3MaTUIeCKuil 0eI0K, MI/T TKaHH 40,5 (35,6-43,7) 39,8 (38,2-46,2) 41,5 (35,1-44,7)
66,820-005.3(-0.09 64.810-005 63,8'0-000

MuO3uH, MI/T TKaHU (61,6-69,1) (53,0-65,6) (56,8-64,83)

[IpoTeonuTHyeckas akTUBHOCTD, E/Mr Oernka 3,28 (2,63-4,94) 4,82 (3,78-6,12) 3,27 (2,92-4,41)
2 8520-0.09.3(p-0.03) 1,620009 1,71®-009

Kucnas ¢ocdarasza, E/mr 6enka (2,21-3,84) (1,32-2,07) (1,23-2,18)

Tlpumeuanue: BEpXHUM MHAEKCOM yKa3aH HOMEp IPYIIIEL, C KOTOPOi 0OHAPY>KEHBI CTAaTUCTUUECKN 3HAYMMBIC OTIINYMS (YPOBEHb

3HAYMMOCTH p YKa3aH B CKOOKaXx)

Ta6auna 2. AKTUBHOCTB KaTanas3bl U yPOBEHb MPOAYKTOB NIEPEKUCHOTO OKUCIICHHSI OCIKOB B MBIIIIEYHOM
9KCTpAKTE MAIMEHTOB UccieayeMbix rpymi, Me [Q1; Q3]
Table 2. Catalase activity and level of protein peroxidation products in muscle extract of patients of study

groups, Me [Q1; Q3]

IToka3zarenn

I'pymma 1

I'pynma 2 I'pymnma 3

Karanaza, E/mr Oenka

0,132 (0,125-0,139)

0,110 (0,103-0,131) | 0,124 (0,116-0,133)

I1OB,7g, ex.ont.mrx 100/T Genka

0,376 (0,282-0,588)

0,378 (0,260-0,404) | 0,413 (0,277-0,513)

I1OB3s34370, €a.onT.1x 100/T Genka

0,278 (0,182-0,361)

0,252 (0,197-0,368) | 0,325 (0,196-0,429)

Ipumeuanue: TIOb — nepexncHOE OKHCIEHHE OENKOB

WuTepecHas 3aBUCHMOCTh OOHapykeHa
IpU W3YYEHHUU IMOKazaTelel, XapaKTepHusy-
IOIIMX dHEpreTHyeckuii ooMeH B M. gracilis.
B yactHOCTH, OOHapYKEHO, UYTO Y NAI[IEHTOB
IpyNNbl 2 B U3y4aeMOM MBIIIIE OTHOCUTENb-
HO rpynn | u 3 6bUTa JOCTOBEPHO BBILIE J10-
JS MBILIIEYHBIX BOJIOKOH Tuna 1 (okuciu-
TenbHBIX) (Tabi. 3), Torma Kak HauMEHBIITHA
IIPOLIEHT TAKHUX BOJIOKOH BBISBJIEH y MallMEH-

ToB rpynmsl 3. Takxke B rpymnme 3 Obuta cTa-
TUCTUYECKH 3HAUMMO CHHXKEHa oOmas ak-
tuBHOCTh JI/II' 1 KOK otHOCHTENBHO ApY-
rux rpynn (taba. 4). Ilokazarenu cybcrpa-
TOB 3HEpProoOMeHa B MBIIIIAX JOCTOBEPHO
MEXJy TpylnnamMyd HE OTIMYaJIUCh, OJHAKO
MMeNach TEHJEHUHUS K CHUXEHHUIO YPOBHS
[JIIOKO3bI U JIAKTaTa y MallueHTOB TPYIIIHI 2.
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Ta6smua 3. [IporeHT MBIIIEYHBIX BOJIOKOH B M. gracilis marentos uccieayemsix rpymim, Me [Q1; Q3]
Table 3. Percentage of muscle fibers in m. gracilis of patients of studied groups, Me [Q1; Q3]

[Noxazarens I'pymma 1 I'pymma 2 I'pymma 3
MBelieuHbIe BONOKHA, ThI 1, % 26,3 (25,4-30,7) 37,0 (34,8-40,2)" 21,0 (20,6-25,1)"
MBlIIeUHbIe BONOKHA, THII 2, % 73,7 (69,3-74,6) 63,0 (59,8-65,2)" 79,0 (74,9-79,4)”

Ipumeuanus: *

— CTAaTUCTUYCCKU 3HAYUMBIC OTINYUA C l"pyl'[l'[Oﬁ 1 npu p:0,0l, ** — CTAaTUCTUYECKU 3HAYUMBIC OTIHYUS C

rpymoii 1 mpu p=0,05; * — cratrcTHuecKy 3HAYMMEIC OTIHYHS ¢ rpymoit 3 pu p=0,01

Tabimua 4. AKTUBHOCTD JIaKTaTAETHIPOTEHA3bl, KpeaTnHpoc(hOoKWHA3BI, copepkaHne CyOCTpaToB
SHEPreTHYECKOT0 0OMEHa B MBIIIIEYHOM 3KCTPAKTE MAIMEHTOB UccaeayeMbix rpym, Me [Q1; Q3]

Table 4. Activity of lactate dehydrogenase, creatine phosphokinase, the content of energy metabolism
substrates in muscle extract of patients in the study groups, Me [Q1; Q3]

ITokazaTennb

I'pynmna 1

I'pymma 2 I'pymma 3

Jlakratnerunporenasa, E/Mr Oenka

36473 (p=0,05)
(2870-4841)

2345 (v=0.05), 2 (v=0,05)
(1587-3151)

48033 (p=0,05)
(3087-5325)

Kpeatundocdokunasa, E/mMr Genka

89675° =0
(77165-104300)

557911 (+=0.04). 2 (»=0.05)
(40500-64073)

79430° 070
(61553-93007)

I'nroko3a, MMOJIB/T TKaHH

1,19 (0,94-2,17)

1,02 (0,51-1,45) 1,36 (0,85-2,47)

JlakTaT, MMOJIB/T TKAHH

12,82 (7,45-14,88)

10,51 (8,42-15,14)

12,45 (7,83-14,75)

prweltaHue: BEPXHUM UHJACKCOM YKa3aH HOMEpP I'pyHIIbl, C KOTOpOﬁ 06Hapy)[(eHLI CTaTUCTHYCCKH 3HAYUMBIC OTJIMYHUS (ypOBeHI)

3HAYUMOCTH p yKa3aH B CKOOKax)

Oobcyxxnenune

[Ipu uccrnemoBannu OOHAPYKEHO, UYTO
y nauueHToB ¢ JLII, Belpak€eHHBIMU MOTOP-
HbIMM OrpaHudyeHusiMu (rpynma 2, 3) B
m. gracilis cyiecTBeHHO CHHKAIOCh COJEp-
KaHHE COKPATUTENbHOrO OelKka MHO3HMHA.
JlutepaTypHble NaHHBIE TaKXe CBUICTEINb-
CTBYIOT O JE(PUIUTE MacChl CKEJIETHOH MYy-
ckysatypsl [10] 1 HapylmeHUn cUHTE3a Mpo-
TEMHOB Ha (POHE TsXKENbIX (HOopM Lepedpab-
Horo napanuya [11, 12]. B atom nnane Haie
HCCIIEIOBaHKE JOMOJIHSAET 3TU CBEJEHUS, TaK
KaK JIEMOHCTPUPYET CYLIECTBEHHYIO IOTEPIO
COKpAaTUTENIBHOIO Oeika MalueHTaMu C JIBU-

raTelbHbBIMM  PAacCTPOWCTBAMH, COOTBET-
creytommmmu 1V u V ypoaro mo GMFCS.
Takoe ycyryOneHue BepOSTHO BBI3BAHO

yTpaToil JeThbMU 3TUX TPYII CIIOCOOHOCTH K
CaMOCTOSITEILHOMY IIEPEIBUKEHHUIO.
JIoCTaTOYHO NOKa3aTeNbHbl IOIY4YEH-
Hble HaMU pe3yJbTaThl, Kacaroumecs OO0Jib-
Heix ¢ GMFCS 1V. Ha ¢one ymensblienus
YpOBHA 0e€JKa, CHUXKajlach U MHTEHCUBHOCTb

IPOTEOJIN3a, YTO CBUJIETEILCTBYET HE 00 ak-
TUBAIMHA OEITKOBOTO PAcraza, a O CHUKEHUHU
ero cuHte3a. Kak creactBue JTUMHUTHPYETCS
OOHOBJICHHE OCIKOB MBIIIII], YTO, 10 MHEHHUIO
OTJICNIbHBIX aBTOPOB, MOKET JIEKaTh B OCHO-
B€ IMPOTPECCUPOBAHUSI KOHTPAKTYp y MaIu-
€HTOB 11eJIeBOM monynsauuu [13].
Habnromaembie HAaMy U3MEHEHHUST COOT-
HOIIICHHS THUIIOB MBIIIEYHBIX BOJIOKOH Y Jie-
teit ¢ [11-V ypoBaem no GMFCS He oTme-
YeHbl B JIpyrux palboTax, TOrja Kak CHIDKE-
HUE JIOJM BOJIOKOH ATOTO THIA Y OOJNBHBIX C
MOTOpHBIMU paccTpoiicTBamu |-I11 ypoBHeit
nocTaTouHo omucaHHoe siBieHue [14]. Ilo-
Jy4YEeHHbIE B HaIleM HCCIIEZIOBAaHUM JlaHHBIE
TOBOPAT O TOM, YTO W3MEHeHHs (eHoruma
MBIILIEYHBIX BOJIOKOH y zneredt ¢ GMFCS IV
HE BEAYT K JaJbHEWIIEMY CHW)KEHHUIO IMPO-
[IEHTa MEJIEHHOCOKPALIAIOIINXCS BOJIOKOH,
a, Ha00OpOT, MPHUBOAAT K YBEIMYCHUIO HX
nonu. Takoe W3MEHEHHe, BEpPOSATHO, HOCUT
KOMIIEHCATOPHBIN XapaKTep, TaKk KaK y JeTel
¢ GMFCS V nosnsg BOJIOKOH 3TOro THUIA CY-
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IIECTBEHHO CHIKEHA M0 CPABHEHMIO C Mallu-
entami |l u IV ypoBHueii.

BrisiBieHHOC HAMM CHIDKEHUE AKTHB-
HOCTH (epMEHTOB »SHEprooomMeHa B M.
gracilis nmauuenroB ¢ GMFCS V, Ha ¢one
CHW)KCHHUS JI0JIM BOJIOKOH 1 — OKHCIIUTENb-
HOTO THIIAa — TOBOPAT O CYIIECTBEHHOM
OTpaHUYEHUU a’POOHBIX MPOILIECCOB B MBIIII-
nax. Takue n3MeHeHHUs XapaKTepHBI Ui Ma-
IUEHTOB C BBIPAXCHHBIMU  MOTOPHBIMU
OTPaHHYCHUSIMU, HO MOTYT OOHApYKUBAThHCS
Ha (one nerkux u cpenuux Gopm LI Tak,
y narentoB ¢ GMFCS I-11l me ormeuanocs
CYIIECTBEHHBIX OTJIMYMKA OT JeTell 0e3
HEBPOJIOTUYECKAX PACCTPOHCTB B  YaCTH
HACBILIEHUST MBI KUcaopoaoM [15] u ak-
TUBHOCTH OKHCJIMTEIBbHBIX (epMeHToB [16],
HO 3a(UKCHpPOBaHbl HAPYUICHHS MUTOXOH-
npuanbHoro okucienus [17]. CoOBOKyIMHOCTh
COOCTBEHHBIX M JUTEPATYPHBIX NAHHBIX MO3-
BOJISIET COCTABUTH OIPENIEICHHYIO IOCIEN0-
BaTEJNbHOCTh Pa3BUTUS HM3MEHEHHH »Hepre-
TUYECKOTO OOMEHA B CKEJIETHBIX MBIIIIAX Y
nanuentoB ¢ JLII. GMFCS -1l — cumxe-
HUE WHTEHCUBHOCTH MHTOXOHIPUATHHOTO
OKHUCJICHHUS Ha YPOBHE JIIEKTPOHTPAHCHOPT-
woit nenu; GMFCS -1V — cumxkenue ak-
TUBHOCTH OKHCIIUTENBHBIX (PEPMEHTOB MaT-
pukca wMurtoxoHapuii; GMFCS V-V
CHI)KEHHE €MKOCTH BHEMHTOXOHAPUATHHOTO
a’pobOHoro rinukonusza. Takoe mpeoOpas3oa-
HUE adPOOHBIX OKHCIUTEIbHBIX MPOIECCOB,
OUEBUJHO OOBICHSIET OOHApYyKEHHOE HaMu
OTCYTCTBHE CYIIECTBEHHBIX HM3MEHEHHH MO-
Kazareynell Mpo- M aHTHOKCHUIAHTHOW CHCTe-
MBI (aKTHMBHOCTh KaTaja3bl, YpPOBEHb IMPO-
ayktoB I1OB) B m. gracilis manuentoB wc-
CJIeTyeMbIX TPYIII.

BaxHbIM MOMEHTOM B IIOHUMaHUH I1a-
TOXMMUYECKUX U3MEHEHUH y ManueHToB ¢ V
YPOBHEM  MOTOPHBIX  OTPAaHUYCHHHA  TIO
GMFCS crao cymecTBEHHOE CHUYKEHUE
aktuBHOCTH K®K — emuHcTBEeHHOTO (dep-
MEHTa, O00€CHeUnBaIOUIeT0 B CKEJIETHBIX
MbIIIax 6e3makraTHbeiii pecuates AT®D. DT0
TFOBOPUT 00 OrpaHUYEHHOH BO3MOXKHOCTH
MBIIIEYHOH TKaHM K KPaTKOBPEMECHHBIM
aHa’pOOHBIM Harpys3kaM, CHWXKEHUH 3P pex-
TUBHOCTH pPEaklHil sHeprooomeHa Ha (GoHe
BBIPKEHHBIX JIBUTATEIbHBIX PACCTPOMCTB.

Takum 006pa3om, KOHTPOJIb 3a U3MEHEHUEM
3TUX MPOIECCOB MOXKET MMETh OINpEeIeIIeH-
HYIO IPOTHOCTUYECKYIO IIEHHOCTb JIsI MO-
HUTOPUHTA COCTOSIHUSI TMAallMeHTOB IIeJIEBON
MOMYJISIIIUK, YTO OTMEUEHO U APYTUMHU aB-
Topamu [18].

B menoM yuuThiBas 3TH Matoxumuye-
CKHME€ M3MEHEHHUs (CHI)KEHHE CUHTe3a Oernka
1 3Q(PEeKTUBHOCTH peaKluii YHEProoOMeHa B
MBIIIIAX) HEKOTOPHIMH aBTOPAMU MPEAJIO-
JKE€HBI Pa3JIMYHbIE CXEMbl HYyTPUTUBHOU MOJI-
nepxku nauuentoB ¢ JALIT [12, 19]. locra-
TOYHO NEPCHEKTUBHBIM HAINpaBICHUEM Me-
Ta0OJMYECKON peryasiuud OOMEHHBIX MpOo-
eccoB B Mblmax 0onbHbx ¢ JLII BeITIIS-
TUT pa3padOTKa TEXHOJOTUN CTUMYISIIHH
MBIIIEYHOTO BOCCTAaHOBJICHHS 32 CUET MHO-
CaTEeJUTUTHBIX KIJIETOK (CTBOJIOBBIE KJIETKH),
MOTEHIIMU KOTOPBIX K MHUOTeHHOU mudde-
peHumanuu y nauueHTos ¢ LI Beimre, yem
y 370pOBbIX CBEPCTHUKOB [20].

O4eBHIHO, YTO TOJY4YCHHBIE HAMU
CBEJICHUS MMEIOT OTPaHUYEHUS B YaCTU 00b-
eMa BbIOOPOK MAIlMEHTOB LIEJIEBOM MOIMYJIs-
uuu. OaHaKko, JaHHBIE O COCTOSHUH MeTado-
nu3Mma mnamuento ¢ JLII, ocobenno V-V
ypoBueit mo GMFCS, nocrarouHo orpanu-
YeHbI, TO3TOMY MpPEACTAaBICHHBIA MaTepHual
MOJIE3€H JJIsi TTOHMUMAaHUSl OTIEIbHBIX TaTo-
(U3HONIOTHYECKHUX aCMIEKTOB MPHU Pa3TUYHBIX
YPOBHSIX MOTOPHBIX PacCTPOMCTBAX C IEIBIO
pa3paboTKH HA OCHOBE ATHUX JAHHBIX CPEJICTB
HaIpaBJIEHHOH (papMakoTepanuu.

3akaouyeHue

Takum 00pa3zoM, MPOBEACHHOE HCCIIe-
JIOBaHHE JEMOHCTPUPYET, YTO B CKEJIETHOM
MYCKyJaType NalUeHTOB C AETCKUM LEepe-
OpalbHBIM MapaJivdyoM Ha (OHE BBIPAKEH-
HBIX JBUTaTEIbHBIX OIPAaHUYEHUN OTMEYacT-
Csl CHMJKEHUE CHHTE3a COKpaTUTEIbHBIX Oell-
KOB, a TaKKe€ MHTEHCHBHOCTH a’pOOHBIX
OKHUCJIUTEIBHBIX TporeccoB. [Ipu stom, ne-
npeccHsi CuHTe3a Oellka OTMEYaeTcs y Malu-
eHToB ¢ IV KknaccoM JaBHrarenbHBIX pac-
CTPOMCTB, TOTJa KaK 3HAYMMblE€ HAPYIIECHUS
HHEPreTHYecKoro oOMeHa — y MalMeHTOB C
V Kj1accoM JBUTaTEIbHBIX PACCTPOMCTB.
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