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UMoHanbHbIMM NpobamMy NpPU3HAKOB HECTabUIbHOCTU
BbISIBNEHO He Obino.

O6cyxaeHue. Kak BUOHO M3 MOMYyYEHHbIX OaHHbIX,
B rpynne nauMeHTOB C KOPELUKOBbIM CUHOPOMOM, 06-
YCMNOBIMEHHbIM COABMIEHMEM BbINABLUEN TPbIKEN MEX-
NMO3BOHOYHOTO AMCKA, 3HAYEHUEe cpeaHen NaTeHTHOCTU
F-BONHbI He M3MeHAeTCa M3-3a Hanuyus KOMMpeccuu
KOpellKa, He YCTpaHMMOW npu (PYHKUMOHAaNbLHOW pas-
rpyske MAC. B rpynne nauueHToB C OereHepaTtuBHbIM
CMOHAMMONNCTE30M MMenach YHKLMOHaNbHast He-
ctabunsHocTb MOC, 4yTo 06ycnoBnMBano BpPEMEHHYHO
KOMMPECCHI0 KopeLlka B MEXMO3BOHOYHOM OTBEPCTUM
W NPUBOAMUITIO HA CTUMYNSUMOHHON OMI K yBENnMYeHUo
BPEMEHHbIX XapaKTepucTuk F-BomH BO BpeMs Harpysku
Ha MOC n nx ymMeHbLUEHNIO B COCTOSIHMM €ro paccna-
6neHusi. B KOHTPOMbLHOW rpynne 3HaYyeHne cpegHen na-
TEHTHOCTM F-BOMHbI M3MEHSETCA 3a CHET HOpPMaribHOW
dyHKUMOHanbHoW nogswxkHocTu MOC, He npuBoasLien
K BO3HVKHOBEHWIO MPU3HAKOB BOBIIEYEHUS Nepudepnye-
CKOWM HEPBHOW CUCTEMBI.

3akntoyeHue. Takum obpasom, faHHble 06 M3MeH-
YMBOCTU NATEHTHOCTM F-BOMHbI MO3BONANT CyAUTb O
dyHKLUMOHanbHOM coctoaHum MOC, nx MOXHO Mcnorb-
30BaThb NPW CKPUHUHIOBOW oueHKe B AndddpepeHumans-
HOW JAMarHocTvke YHKLMOHANbHOW U OpraHu4eckon

KOMMNpEeCccum KopeLuka.

KoHdnukT nHtepecoB OTCyTCTBYET.
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lMoeepeHHoBsa U.E., 3axapos A.B., YepHukosa B. B.. AHanu3 KNMHNYECKUX U UHCTPYMEHTamnbHbIX NapaMeTpoB, Xapak-
TepuUsyLWmX KapanomMmnonaTum npu pasnuyHbIx hopmax Nporpeccupyromux MblWeYHbIX AucTpodmii. CapaToBCKMi Ha-

YUYHO-MeaULMHCKMIA XypHan 2017; 13(1): 160-164.

Llenb: n3y4vyeHne KInnMHUKO-MHCTPYMEHTalbHbIX XapakTepUCcTuk KapguomuonaTuii npu pasnnyHbIX hopmax nporpec-

CUPYHOLMX MbILWEYHbIX guctpoduin. Mamepuan u memodsl. MNpoBeaeHo obcnegosaHne 103 naumMeHTOB C Hacnen-
CTBEHHbIMW (hOpMamMu NPOrpeccrpyroLLIMX MbILLEYHbLIX ANCTPOdUNA, cpeamn koTopbix 35 ¢ mvogncTpoduen [JioweHHa,
28 c atpodunyeckon MnMoToHnen n 40 ¢ NOACHO-KOHEYHOCTHBLIMU MUoAMCTPodUaMN. [poBeaeHa oLeHKa KIMHNYECKNX
N UHCTPYMEHTarnbHbIX 0COOEHHOCTEN KapauoMMonaTuid Npy AaHHbIX BUAAX HACNEACTBEHHbIX NPOrpeccUpyoLnX Mbil-
LeYHbIX auctpodun. Pesynbmamsi. B rpynne nauMeHToB ¢ MuogucTpodmen JdoweHHa BbiSBNeHO anddysHoe no-
paxeHvne MuokapAa B Buae AMcTpoduyeckux HapyleHuin. OTMevaeTca Hanuume oTpuuartensHoro 3ybua T B HEKOTO-
pbIX OTBEAEHUAX U yanuHeHusa nHtepsana QT. Y nauneHToB ¢ AUCTPOPUYECKON MUOTOHUEN HapyLLEeHWe CepaeqHoro
puTMa BCTpedvarnoch B 87 pa3s valle, YeMm B rpynne cpaBHeHus. HapylieHne puTma cepgua B rpynne nauyMeHToB C
NOSICHO-KOHEYHOCTHBIMU MbILLEYHBIMU ANCTPOUAMN BbISBAANOCH B 91 pas yalle OTHOCUTENbHO rpynrbl CPaBHEHWS.
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BaknodeHue: HapylueHns co CTOPOHbI CepAeYHO-COCYANCTON CUCTEMbI NPpY MUOAUCTPOdUN [lIoleHHa 3akmnoyaTces
npenmyLLecTBEHHO B ANM®Y3HBIX N3MEHEHNSX CO CTOPOHbI MUokapaa. Npu AUCTPOdUYECKO MUOTOHUN U MOSICHO-
KOHEYHOCTHOW MbILLEYHOW ANCTPOdUN KapamarbHble HapyLUEHUS KacatoTcs MpenmyLLeCTBEHHO BO30yAMMOCTH 1 Mpo-
BOAVMMOCTU cepAua, Nexalumx B OCHOBE BO3HVKHOBEHWNS apUTMUIA Y 3TUX NaLMEHTOB.

KntoyeBble crnosa: KapanomuonaTua, HacnedcTBeHHbIe nNporpeccupyoline MblllevHble ,ElVICTpOd)VIVI, KNNHUKO-UHCTPYMEHTanbHbIe noka-
3arenu.

Poverennova IE, Zakharov AV, Chernikova VV. The analysis of the clinical and tool parameters characterizing a cardio-
myopathy at various forms of the progressing muscular dystrophies. Saratov Journal of Medical Scientific Research 2017;
13 (1): 160-164.

Purpose: studying of clinical and tool characteristics of cardiomyopathies at various forms of the progressing mus-
cular dystrophies. Material and methods. There had been 103 patients with hereditary forms of the progressing muscu-
lar dystrophies examined, among which 35 persons were with Duchenne muscular dystrophy, 28 with an atrophic myo-
tonia, and 40 with a limb girdle dystrophy is conducted. Assessment of clinical and tool features of cardiomyopathies at
these types of the hereditary progressing muscular dystrophies had been carried out. Results. In the group of patients
with diffusion damage of a myocardium in the form of dystrophic violations had been revealed. Existence of a negative
tooth of T in some assignments and lengthenings of an interval of QT is noted. With a dystrophic myotonia violation
of a warm rhythm occurred at patients by 87 times more often than in the group of comparison. Violation of a rhythm
of heart in group of patients with a limb girdle dystrophy came to light 91 times more often in reference to the group of
comparison. Conclusion. Violations in a cardiovascular system at Duchenne muscular dystrophy are preferentially dif-
fusion changes in a myocardium. At a dystrophic myotonia and a limb girdle dystrophy cardial violations concern mainly

excitability and the conductivity of heart which are the main reason of developing of this disease at these patients.
Key words: a cardiomyopathy, the hereditary progressing muscular dystrophies, clinical and tool indicators.

BBepeHnue. HacnegcteeHHble 3aboneBaHuns Heps-
HOWM cucTeMbl 3aHMMatoT ocoboe MecTo B psigy BCeX re-
HeTn4eckn obycnoBneHHbIX 3aboneBaHun Yenoseka. AT0
CBS13aHO C MX BbICOKOW pacnpoCTpaHEeHHOCTbIO, pa3Hoo-
Opasnem Hosonormyeckmx opm, PeHOTUNNYECKUM MO-
NMMOPM3MOM 1 FEHETUYECKON reTEPOreHHOCTbIO [1, 2].

MbllweyHble AUCTPOdUM — rpynna reHeTUYeckunx 3a-
H6oneBaHui, BKNoYatoLwasa okono 50 pasnuuHbix dopm,
06LLUMM NPU3HAKOM KOTOPbIX SIBMSETCS reHepanu3oBaH-
Hasi nporpeccupytoLas atpons ckeneTHbIX Mol [3].
PacnpocTpaHeHHOCTb MNpOrpeccupyrolmx MbllLeYHbIX
anctpoduin coctaensiet okono 200 cnyvaeB Ha 1 MIH
HaceneHus [4], 4TO NO3BONSAET OTHOCUTbL UX K Hanbonee
yacTo BCTpevawLwmmess popMaM HacneacTBEHHOW na-
TOMOoruw.

Mpu GonblwKnHcTBE (HOPM MPOrpeCcCUpyoLLMX Mbl-
weyHbIx guctpodun (MMIO) oTmevyaeTca nopaxeHue
cepgua B Buae kapavomuonatum [5-7]. Cepaue npu
3TOM MOpaxaeTca MNepBUYHO Bcrneactsve Aeduumta
TOrO e CTPYKTYpHOro 6enka, KOTopblA OTCYTCTBYET U B
ckeneTHbIX Mblwuax [8, 9]. Mo gaHHeIM T. Tamura [10], B
2001 . OCHOBHOW MPUYMHON cMepTU BOMbHbLIX C MMOAU-
CTPOMAMM SBUMMUCH HaPYLLUEHUA CO CTOPOHbI cepaeyd-
HO-COCYANCTON CUCTEMBI.

®PeHoTMNNYECKUA NOMMMOPAN3M U FeHeTnYeckas
reTeporeHHOCTb HAaCNeACTBEHHbIX MPOrpeccupyroLLmx
MbILLEYHbIX ANCTPOdUA NPUBOAAT K TPYAHOCTAM paH-
Hel AMarHOCTUKU KapAMOonornyeckMx HapyLleHun y na-
uneHToB. Kak npasuno, kapgmomuonaTust npu nporpec-
CHPYHOLLMX MbILLEYHbIX ANCTPOPUAX ANUTENBHOE BPEMS
npoTeKaeT CKpbITO, 6e3 kaknx-nNmbo xanob co CTOPOHbI
60MbHOIO N OOBEKTUBHbBIX KITMHUYECKMX NPOSIBNEHWUNA.

Tak, HeCMOTpsl Ha TO 4TO npobnema BOBMEYEHUS
cepAua B NaToniormyeckmin npoLece npyM MMoancTpodum
OioweHHa aktnBHO usyyaetca ¢ 1980-x rr. [11, 12], oo
CUX MOP OCTaEeTCsl O4E€Hb HU3KOWM PaHHSAS BbISIBMSEMOCTb
CepAeYHO-COCYANCTbIX HapyLleHuin 1 npodunakTmuka
TSKENbIX OCMOXHEHUW Yy BOMbHbIX C HacneaCTBEHHbI-
MW NPOrpPeCCHpPYOLLUMN MbILLEYHBIMW AUCTPODUSMU, a
NPUYUHON neTanbHoro ncxoaa npu GonblMHCTBE GopM
3aboneBaHnst ABNAETCA BOBMEYEHME B MaTONOrMYeCKuia
npouecc cepgeyHon Mbiwubl [13, 14]. 310 nokasbiBaeT
HeobxoQMMOCTb AanbHerwen pas3paboTkm BOMPOCOB

OTBeTCTBEHHbIN aBTOp — NoBepeHHoBa MpuHa EBreHbeBHa
Ten.: +79023728601
E-mail: ipover555@mail.ru

paHHen AMarHOCTWKU KapOWONOrMYeCcKnx HapyLueHWun
npu pasnmyHbIX hopMax NPOrpeccupyoLLIMX MblLLIEYHbIX
ONCTPOOUIA C UeNblo ONpederneHnst TakTUKU NneyveHus,
NPOMUNAKTUKN Pa3BUTUSA TSHKENbIX CepAevHO-cocyam-
CTbIX HapyLUIEeHWW, yrny4lleHns KadecTBa U NpOLOSKN-
TENbHOCTU XN3HU GOMbHbIX.

Llenb: n3yveHvne KIUHUKO-MHCTPYMEHTarnbHbIX Xa-
paKkTEPUCTMK KapAMOMMUONaTUiA Npu pasnnyHbIX opmax
NPOrpeccupyoLLMX MbILLEYHbIX AUCTPODUNA.

Matepuan n metoabl. B nccnenoeanve 6bino BKto-
yeHo 103 naumeHTa ¢ HacnegcTBeHHbiMn MMM, cpeamn
KoTopbix 35 YenoBek ¢ MuogucTpoduen [iowweHHa (nep-
Bas rpynna); 28 ¢ atpoduyeckon MUOTOHMEN (BTopasi
rpynna); 40 ¢ nosicHo-koHe4HoCTHbIMKM TIM[ (TpeTbs
rpynna). MNpoTokon nccnegoBaHust 6bin 0g4obpeH KOMUC-
cueli no 6uoatuke npu ProOY BO CamMY MuHsapasa
Poccuu.

B nepsyto rpynny Bowwnu 35 Mans4mMKoB C nporpeccu-
pytoLLieN MblleyHoM auctpodunen [ioleHHa B Bo3pacTte
oT 4 po 10 net. Bo3pacT nosBneHns nepBbIX CUMMTO-
MOB 3aboneBaHvs B BWAe ABWUraTerbHbIX HapyLUeHWUi
cocTtaBun B cpegHem 2,5+1,1 roga, nuwb B €OUHUYHBIX
HabntogeHunsax 3,5+1,2 roga. AunarHo3 «Muoguctpodus
[JoweHHa» BnepBble NOCTaBMNEH B Bo3pacTte 4-5,5 roga
y GonblmHcTBa GonbHbLIX HabnogeHus (33 denoseka,
unn 94,3%), n Tonbko B ABYyX crnyvasx (5,7 %) gnarHos
noctaeneH B BO3pacTe ABYX NeT Ha CyOKMMHMYecKoW
cTagun 3aboneBaHusi C MOMOLLbI MOSEKYNSIPHO-TeHe-
TMYECKOro NccneaoBaHus.

Bo BTopyto rpynny Bowwnun 28 GonbHbIX ¢ AUCTPOU-
Yeckon mMuotoHuen | Tuna. Mo AaHHbIM KITMHUKO-TeHe-
anoruyeckoro uccrnepoaHus, y 21 yenoseka (75,0%)
3TO CeMelHble cryd4an ¢ ayTOCOMHO-OOMUHAHTHBIM TU-
NoM HacrefoBaHWs: UMeETCS BonbHbIE POACTBEHHMKM
nepBow cTeneHn poacTea y 12 naumeHToB no nNMHUM ma-
Tepu, y 9 no nuHum otua; 7 yenosek (25,0%) oTHeceHbI
K Cnopagn4eckoMy criyvato (He ncknoyeHa myTtaums de
novo). Takxe B copagunyeckue criydanm otHeceHbl 6oMb-
Hble, Y KOTOpbIX OTCYTCTBOBana nornHasi MHpopmauusi o
onwkanwmnx poacTBEHHMKaX Mo NpUYMHE paHHeln cmep-
TW UM HEBO3MOXHOCTU KOHTaKTa.

B TpeTbto rpynny BkntoyeHbl 40 nauneHToB C NOACHO-
KOHEYHOCTHOW MbILLEYHOM AUCTpodmnen B Bo3pacte oT
20 po 27 nert, pasgerneHHbiX Ha ABe noarpynmnbl ¢ yye-
TOM floKanusaumm MblleqHoro npouecca (nogrpynna
21 HabnogeHune (52,5%) ¢ TasoBo-nneyeBort HOpMOii;
noarpynna Il: 19 6onbHbIX (47,5%) ¢ nuuenneyenona-
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TO4YHO-6eapeHHOn hopMoii. B kayecTBe rpynmnbl cpaBHe-
Hus BbicTynanu 103 3gopoBbix Ao6poBorbLa B BO3pac-
Te 5-27 ner.

C uenblo BbISIBNEHNA PaHHUX M3MEHEHUI CO CTOPO-
Hbl cepaua BceM 103 GONbHBIM C HACNEACTBEHHbLIMU
NPOrpeccupyoLLMMA MbILLEYHBIMU AUCTPOUAMU NPO-
BeJeHO OOMoMHUTEeNbHOe UccreaoBaHne, BKoYarLee
anekTpokapauorpadguio (KN B 12 oTBegeHusix, axo-
kapauorpaduto (OxoKI'), KoHCynbTaumio Kapguonora.

AHanu3 aaHHbIX NPOBOAWIMY C UCMONMb30BaHMEM MPO-
rpammHoro obecnevennss SPSS ans Windows (Bepcus
22.0, SPSS, Chicago IL). Xapaktep pacnpegeneHus
JaHHbIX OLeHMBancs rpaduyeckum MeTOAOM U MEeTo-
gom LWanupo — Yunka. OnucaHve Npu3HaKkoB, MMe-
IOLWKMX HOpManbHOe pacnpegeneHne, npeacTaBneHo
B Buge M+SD, roe M — cpenHee apudmeTtnyeckoe,
SD — cTaHgapTHOE OTKIOHEHWE; 418 NPU3HAKOB C pac-
npeneneHvemM, oTMYHbIM OT HOPMarbHOTO, Pe3ynbsTaThl
npenctaeneHsl B Buge Me [Q1; Q3], roe Me — megu-
aHa, Q1 n Q3 — nepBbIN 1 TpeTun kBapTUNKu. Ansa o6-
paboTky AaHHbIX C HOPMarbHbIM TUMOM pacnpegerne-
HWS UCNonb30Banu napameTpuyeckne metogpl: t-tect
AN He3aBUCMMbIX TPYMNMNUPOBOK, NapHbin t-TecT. Mpwn
XapakTtepe pacnpefeneHnsi 4aHHbIX, OTIIMYHOM OT HOp-
MarnbHOro, NMPUMEHSINM HenapameTpu4eckne MeToAbl:
Kputeput MaHHa — YWUTHK, kpuTepun Banbaa — Bonb-
doBMLa, KpUTEPUI X2, KPUTEPUIA BUNKOKCOHA, KpUTEPUIA
3HaKkoB. MHOXEeCTBEHHbIN FOMMCTUYECKUIA PErPEeCCUOH-
HbIi aHanu3 WUCMonb30BaH AN OLEHKU BEPOSATHOCTU
COOTBETCTBUSA KITMHUKO-MHCTPYMEHTAsbHbIX U3MEHEHUI
onpegeneHHon opme NMI. NepemeHHble ¢ 0O AHOMEpP-
How P, paBHoi 0,05, BbiGpaHbl B Ka4ecTBe kaHAMOaToOB B
MHOrOMEpPHOM aHanuse.

Pesynkrathl. B cnydae cosgaHusi nepBow mopenu
ROC-aHanu3a oueHnvBanuce gaHHble 138 vccnenyembix,
n3 Hux 103 yenoseka (rpynna CpaBHEHWS, 300POBbIE UC-
nbiITyeMble) He MmMenu natornoruu, a 35 nauneHToB cTpa-
nann muogmctpocmen [ioweHa. BblaeneHbl OCHOBHbIE
perpeccopsl, BAvsOWME Ha KrnaccudumKauuio KrnHu4e-
CKUX U UHCTPYMEHTamnbHbIX NPU3HAKOB, COOTBETCTBYHOLLIMX
mMuoguctpodmm JioweHHa B obwer nonynaumm obeneny-
embIx (Tabn. 1).

B npepnaraemon mopenu Haubonblias TOYHOCTb
HabrnogaeTcs y perpeccopa «AnMTenbHOCTb UHTepBarna

HEPBHBIE BOAE3HH

QT (c)». OTmevaeTcsa Bo3pacTaHue ero AnuUTeNbHOCTU
0o 3HaveHun 420,77 [413,28; 428,26] (C) OTHOCUTENBHO
3HayeHwr B rpynne cpaBHeHuns 386,97 [381,30; 392,65]
(c). YBennyenvne pnutenbHocTn uHTepsana QT oTme-
YeHo y 5% nauneHToB C MuogmcTpodumen [roeHHa.
Bornee 3HaYMMbIMM M3MEHEHWUSIMU SBASIKOTCS OTpuLa-
TenbHble 3ybubl T B AVF u lll otBegeHusix. Betpevae-
MOCTb [JaHHbIX U3MEHEHUN COOTBETCTBEHHO B 17 n 52
pasa npeBbIlaeT UxX Hanuyne B rpynne cpaBHeHud. Ka-
KMX-NMMBO Opyrnmx 3HauYMMblX M3MEHEHUIN nokasaTtenen
OKT, Hanpymep ANWUTENbHOCTU OPYrMX WHTEpPBAroB, a
Takke nokasatenen IxoKl, nmerLmx cTaTuCTUYECKYHo
3Ha4umocTb meHee 0,05, HeobXxoaMMy ANst BKITHOYEHUS
B MatemaTnyecKyto Moaernb, 06HapyXeHo He Obino.

dopmyna Ana AaHHOW MOAENU MMeET creaytoLmn
BMa;

BeposaTtHocTn OKI-n3meHeHnin, COOTBETCTBYHOLLMX

muognctpodpum AdoweHHa,= —24,188+2,860* (oTpu-
uartenbHbi 3ybel T (AVF)) +3,951* (oTpuuaTtenbHbIn
sy6eu T (II1)).

MpoBepka aaHHOWM hopMmyrbl NO3BONUIA NPABUMBLHO
KnaccmdumumpoBaTb rpynny 300poBbiX obcnegyembix B
97,1% cnyyaes, a rpynny naumMeHToB C MMoauCTpodmen
OiowweHHa B 62,9 %. O6wasn HaaexxHoCTb MoAenn cocTa-
Buna 88,4%.

KnuHnyeckas 3Ha4MMOCTb BbISIBIIEHHbBIX U3MEHEHWI
CBUOETENbCTBYET O AN Y3HOM MopakeHun Mmnokapaa
(anctpodmueckmii npouecc). OueHka 3ybua T nokasbl-
BaeT ero M30MMpoBaHHOE M3MeHeHWe, TaK Kak AnuHa
komnnekca QRS u anvHa nHtepeana ST He Obinu BKItO-
YeHbl B MareMaTUyeCcKyto Moaernb, Kak nokasasLune HU3-
Kyt 3Ha4YMMOCTb.

B ocHOBy BTOpOM NpennoXeHHOW Mogenu nernm
KITMHWUKO-MHCTPYMEHTAabHbIE U3MEHEHWS!, BbISIBNEHHbIE
y NauneHToB ¢ AMCTPOdMYECKONn MUOTOHMEN. MNMpoBoau-
nacb oueHka 130 obcnegyembix, n3 HUXx 103 He umenu
naronoruu (rpynna cpaBHeHus), a 27 naumeHToB cTpa-
aanu guctpoduyeckon MuotoHuen. B T1abn. 2 npegn-
CTaBMeH OTYET O MpeauKTopax npu AUCTPOUYECKON
MWOTOHUM.

B noctpoeHvne maTtematuyeckor Mogenu 13 BCero
cnektpa nokasatenen OKIM n IxoKI™ BKMOYEHO TOSbKO
Hanuune HapylleHu putma. B ¢Ba3m ¢ pasHbiMu Buaa-

Tabnuua 1
OT4yeT 0 MHOXECTBEeHHOW perpeccuoHHon mogenu no AKM-npeamkropam muoguctpodum [roweHHa
Koa V-LUNEHT CraHpgapTHas Cratuctuka kpu- OTHoleHne o
Mepeme-Has qDq(DB) 0L|.|v|6p|<a Tepusi Baru;,l:(ap)(2 p-sHaueHne LIaHCOoB 95% AN
KoHcTaHTa —24,188 5,747 - - -
QT (¢) 0,055 0,014 15,520 0,001 1,056 1,03-1,09
OTpuuatenbHbIn
3ybeu T (AVF) 2,860 1,447 3,906 0,048 17,453 1,02-297,45
OTpuuatensHbIn
ay6ey T (Il 3,951 0,927 18,177 0,001 51,969 8,45-319,52
Tabnuuya 2
OTyYeT 0 MHOXXEeCTBEHHOIN perpecCMOHHON MoAeNny No npeaMKTopamM npu AMCTPoMYeCcKon MUMOTOHUN
KoadbcpuumeHT CraHpapTHas Cratuctuka kputepus OTHOLLEHne o
MepemeHHas qx?)ﬁ) 0Lum6p|<a Banb,qapx2 P p-3HaveHune WaHCoB 95% AN
KoHcTaHTa -8,605 1,929 - - -
BospacTt 0,245 0,078 9,866 0,001 1,278 1,097-1,489
Henpasunb-
HbI PUTM 4,471 0,815 30,086 0,001 87,481 17,702-432,330
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Tabnuua 3

OT4YeT 0 MHOXECTBEHHOMN perpechOHHoﬁ mMoAesim No KNMMHUYeCKUM U MHCTPYMEeHTalrlbHbIM npegukTopam
NOACHO-KOHEYHOCTHbIX MbILUEeYHbIX .ﬂMCTpO(bVIﬁ

Nepowerwan | Kosbbe | Crawepnian | Cowemacn | pguewe | OTOUSME | oswau
KoHcTaHTa -9,360 2,776 - - - -
Bospact 0,240 0,078 9,402 0,002 1,570 1,09-1,481
HenpasunbHbI puT™ 4,511 0,815 30,604 0,001 91,019 18,409-450,014
QT (c) 0,002 0,005 0,140 0,078 1,002 0,991-1,013

MW HapyLIeHWUI CepAeYHOro puTmMa 1 HeGOMbLUNM KOMn-
4eCTBOM HabnioAeHWn No Kaxaomy Buay BCe OHU OOb-
eauHeHbl B ogHy rpynny. OTMe4eHo, 4YTO y naumeHToB
C OMCTPOOMYECKON MUOTOHMEN HapylleHne cepaeyHo-
ro puTma BCTpedanocb B 87 pas valle, YeMm B rpynne
CpaBHeHUdA. 3HauuMbIM OKasancsd M napameTp «BO3-
pact». CpegHuin BO3pacT B rpynne CpaBHEHMS COCTa-
Bun 9,6 [9,2; 10,1] roaa, a B rpynne ¢ AUCTPOUYECKON
muoToHnen 20,9 [19,5; 22,2] roga. KnuHuyeckn gaHHoe
06CTOATENBCTBO MOXHO pacLeHUTb kak bonee vactoe
AunarHoctupoBaHue 3aboneBaHus B Bo3pacte 20,9 [19,5;
22,2] roga. B uenom MOXXHO OTMETUTb, YTO AN AUCTPO-
dhryeckor MMOTOHMKM Bonee xapakTepHbl HapyLUEHUsI B
BUAE apUTMUM, a He ANDAY3HBIX OUCTPODUYECKUX U3-
MEHEHUIN M1okapaa, Kak npu Mmmogmctpocum [oweHHa.

dopmyna ans moaenu AMCTporuyYeckon MUOTOHMU
BbIMMAAUT criegytoLwmm obpasom:

BeposaTHOCTN nHTepnpetaumm knnHmnydeckux n IKI-
N3MEHEHUI KaK COOTBETCTBYHLLMX ANCTPOUYECKON
MuoToHun= — 8,605+0,245*Bo3pacT+4,471*Henpasunb-
HbIA PUTM.

[MpoBepka AaHHOM hopMyrbl NO3BONUIIA NPaBuUnbHO
KnaccudmumpoBaTtb rpynny 300poBbIX 06crnegyembix B
92,2% cniyyaeB, a rpynny nauMeHToB C AUCTpoduye-
cKkon MnotoHunen B 77,8%. ObLaa HaaeKHoCTb Moaenu
cocTtasuna 89,2%.

B kavectBe TpeTben OpMbI MPOrpeccupytoLLen
MbILLEYHON AUCTPOdUMK, ANS KOTOPOW MpeanoxeHa ma-
Tematudeckass Mofenb, YYMTbIBaKLAs KIUMHUYECKNE
WU WHCTPYMEHTamnbHble MW3MEHEHWSs, pPacCMOTpeHa Mno-
SICHO-KOHEYHOCTHas MblllevHast auctpodus. MNpoeoau-
nockb cpaBHeHne 132 obcnegyembix, n3 H1x 103 3gopo-
BbIX MCMbITYEMbIX COCTaBWIW TPYyMny cpaBHeHud, a 29
naumMeHToB CTpaganu MNOACHO-KOHEYHOCTHOW (hopMONn
muogmcTpodun. B tabn. 3 npegcraBneH oT4eT No Knu-
HUKO-UHCTPYMEHTArbHbIM NPEeAUKTOpaM NMpy MOACHO-KO-
HEYHOCTHOWN MbILLEYHOW ANCTPOIUN.

B paHHOM mMopenu, Tak e Kak 1 npu guctpoduye-
CKOM MMWOTOHUU, 3HAYMMbIMU MPEAVKTOPaMK SABNSAKOT-
Csl BO3pacT MauVEeHTOB M Hanuyme HapyLleHun putMma
cepgua. Bce Buabl apuTmMuin, BBUOY ManovUMCrIEHHOCTH
HabrogeHn no Bugam, ob6beamHeHbl B 06LLYyHO rpynny
«HenpasurbHbIN pUTM». HapylleHne putma cepgua B
rpynne nauneHTtoB ¢ NMKM[ otmeveHo B 91 pa3 valie
OTHOCUTENBHO Trpynnbl cpaBHeHus. CpegHun Bo3pacT
nauMeHToB nccregyemon rpynnel coctasnan 20,8 [19,4;
22,2] ropa otHocuTenbHo 9,6 [9,2; 10,1] roma obecneay-
€MbIX U3 rpynnbl CPaBHEHWs, NMPU 3TOM Mccrieayemble
rpynnbl 66K cCoONocTaBnMbl NO BO3PAacTy.

dopmyna Agns nNpeanoXeHHOW MOAenu BbIrMSAuT
cnepyowum obpasom:

BepoaTHOCTN nHTepnpetaumm knnHmndeckux n K-
M3MEHEHUI KaK COOTBETCTBYHOLLUX NMOSAICHO-KOHEYHOCT-
How muogucTpocumn= — 9,360+0,240*BospacTt+4,511*

*HenpasunbHbii putM+0,002*QT (c).

lMpoBepka gaHHOWM hopmMyrbl NO3BOSMMA NPaBUIIBHO
KnaccuguumpoBaTb rpynny 3400pOBbIX 0bcrnegyeMbix
B 92,4% HabntogeHun, a rpynny nauveHtoB ¢ NMKMI B
77,8%. ObLwwas HagexxHocTb Mogenu coctasuna 89,4 %.

O6cyxaeHue. AHann3npysi AaHHble, NOMyYeHHbIE B
pesyrnbTate MHOXXECTBEHHOMO JTIOMMCTUYECKOTO aHanmaa,
MOXHO cAernaTtb 3aKknioyeHne, 4YTo B rpynne naumeHToB C
muoaucTpocumen JoweHHa nmeetcs andpgysHoe nopa-
XXeHne Mrmokapga B BUAE AMCTPOPUYECKMX HAPYLLEHWUN.
[aHHoe yTBepXOeHVne OCHOBbLIBAETCS Ha 3HAYMMOCTU
NPeaVKTOPOB, BKITHOYEHHbBIX B MaTeMaTU4YeCcKyto Mogernb,
a MMEeHHO: Hanu4yve oTpuuaTtensHoro 3ybua T B HeKoTo-
pbIX OTBEAEHMAX U yaNuHeHns nHtepsana QT po 420,77
[413,28; 428,26] (c). YyBCTBUTENBHOCTL MNPEATIOXKEH-
HOM mMogenu Ans muoaucTtpodpum [ioweHa coctaBuna
B 97,1%, cneunduyHocTb 62,9%. ObLian HagexXHOCTb
moaenu 88,4 %.

Mo gaHHBbIM OUEHKM rpynnbl NauMeHTOB C AWUCTPO-
dunyeckon MWOTOHMEN, HapyLleHWne CepAaevHOro puT-
Ma 34ecb BcTpedanocb B 87 pas yalle, 4em B rpynne
CpaBHeHUs1. 3Ha4yMMbIM OKasarics U BO3pacT nalueH-
TOB (rpynna cpaBHeHus: 9,6 [9,2; 10,1] roga; rpynna ¢
anctpoduyeckon muotoHuen: 20,9 [19,5; 22,2] roga).
MonyyeHHble OaHHbIE CBUAOETEMLCTBYIOT O NMpenMyLle-
CTBEHHOM MOpPaXXeHWM NPOBOLHWKOBOW CUCTEMbI cepa-
La, NPOSIBMSIIOLEMCS PasfMYHbIMU BUOAAMU HAPYLUEHWA
cepaeyHoro putma. lNpoeepka npennoXeHHOW perpec-
CMOHHOW MoAenu npu ANCTpoUYECKONn MUOTOHUW MO-
Kasana 4yBCTBUTENbHOCTb, paBHyto 92,2%, cneunduy-
HocTb 77,8%. ObLlias HageXxHoCTb Modenu coctaBuna
89,2%.

HapyLueHune putma cepgua B rpynne naumeHToB ¢ Mno-
SICHO-KOHEYHOCTHBIMWU MbILLIEYHLIMU AUCTPOUSMU Bbl-
ABNANoch B 91 pas Yalle OTHOCUTENBLHO rpynnbl CpaBHe-
Husa. CpegHuii Bo3pacT naumeHToB ¢ MNMKM[ coctaBnsan
20,8 [19,4; 22,2] roga oTHocuTenbHO 9,6 [9,2; 10,1] roga
B rpynne cpaBHeHusi. Bo3pacT 1 Hanmune HapylleHus
CepaeyHoro putmMa SBUIMCb OCHOBHBIMUK perpeccopamMu
1 NO3BOMMUNN NONyYnTb Moaenb ¢ 92,2%-HoW YyBCTBU-
TenbHOCTbO N 77,8 %-Hon cneundunyHocTbio. Ob6wasn
HagexXHocTb Mogenu coctasmna 89,2 %.

3akntoyeHue. Taknm obpa3omMm, MOXHO caenaTb 3a-
KIrouYeHne, 4To npu muogmuctpodumn [oweHHa B naTo-
NOrMYecKOM MnpoLecce CepaevyHO-COCYANCTON CUCTEMbI
npeumyLLecTBEHHO HabntogatTca Auddy3sHble N3MeHe-
HUS1 CO CTOPOHBLI Mrokapaa. Mpu guctpoduryeckon mmo-
TOHWUM U MOSICHO-KOHEYHOCTHOW MbILLIEYHOW ANCTpodhunn
HapyLUeHNs1 KacalTcsa NPevMMyLLECTBEHHO BO30yaMMO-
CTW 1 NPOBOAMMOCTM CepAua, Nnexallmx B OCHOBE BO3-
HUKHOBEHWUS apUTMUIA Y 3TUX NaLMEHTOB.

KoHdcnukT uHTepecoB. ViccnegoBaHne He UMENO
CMOHCOPCKOW NnoadepXku. ABTOPbl HECYT MOSHYK OT-
BETCTBEHHOCTb 3a NPELOCTaBEHNE PYKOMUCK B NevaThb.
Bce aBTOpbI NpMHMManu yyactve B pa3paboTke KoHLen-
uun ctatbM M HanucaHum pykonucu. OKoHYaTenbHasi
BEpCUsi pykonucu ogobpeHa BceMy aBTopamu.
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ABTOPCKWW BKNag: KOHUENUUS M OuU3alH uccrie-
[OBaHWsA, aHanuM3 W uHTeprnpeTauusa pesynsratoB —
B.B. YepHukoBa, WN.E. [NoBepeHHOBa; nony4yeHne gaH-
HbIX 1 HanncaHue ctatbn — B. B. YepHukoBa; obpaboTtka
AaHHbix — A.B. 3axapoB; yTBepxaeHvne pykonucu ans
ny6nukauumn — U. E. NosepeHHoBa.
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lMoeepeHHosa U.E., PomaHosa T.B., 3axapoe A.B., XusuHuesa E. B. PaHHee BbifiBNieHWe KOTHUTUBHbIX HapyLIeHU! Yy
NaLMeHTOB C pacCesiHHbIM cknepo3oM. CapaToBCKuUi Hay4HO-MeAULMHCKUIA XypHan 2017; 13 (1): 164-168.

Llenb: n3y4eHne KOrHUTUBHbIX HapyLUEHU Y GOMbHBLIX pacCesiHHbIM CKIIEPO30M C aKLEHTOM Ha HapyLUEHWs! CKO-
pocTu 1 apPEKTUBHOCTM 06pabOTKM MHPOPMALIMK U BbISIBIIEHNE 3aKOHOMEPHOCTEN AaHHbIX HAapYyLUEHUA B 3aBUCK-
MOCTW OT ANMTENbHOCTU U TXKecTu 3aboneBaHus. Mamepuan u MemoOdsl. B uccnegosaHme BkrtoveHbl 50 naumMeHToB
C YCTaHOBMEHHbIM AMarHo3oM «KnmHu4eckn 0OCTOBEPHBIN pacCesiHHbIN CKNepo3, peuuanBupyoLLe-peMUTUPYLOLLIEE
TeueHuex. MNpoBogunack oueHka no wkane EDSS. KorHutreHble hyHKUMM oueHBanuch ¢ nomollbto TectoB SDMT
n PASAT-3. BceM 60mnbHbIM NPOBEAEHO UCCIefoBaHNE KOTHUTUBHOIMO BbI3BAHHOIO NoTeHumana. Bce obcrnegoBaHHble
nauueHTbl pa3aeneHbl Ha 2 rpynnbl B 3aBUCUMOCTU OT ANIMTENbHOCTU TedeHust 3aboneBaHus. Pesynbsmamai. KorHu-
TUBHbIE CKpUHMHroBble TecTbl PASSAT n SDMT nokasanu Koppensauun ¢ AnuTenbHOCTBIO U TAXKECTbIO TedeHns 3abo-
NEeBaHNst 1 MOTYT BbICTYNaTb B KA4eCTBE UHCTPYMEHTA CKPUHUHIA PaHHMX NPU3HAKOB KOTHUTMBHbBIX HapyLUEHWIA Y MO-
noapblx NauneHTOB C paccesiHHbIM Ckrepo3oM. MNonyyeHo 3Ha4YMMoe yBenuyeHne nateHumumn noteHumana P300 no mepe
YBENUYEHNS ONTMTENbHOCTU U TSHKECTU 3a00NeBaHnst, YTO KOPPENUPYET C BbIPAXKEHHOCTBIO KOTHUTUBHOW ANCYHKLNN.
BaknroyeHue. [laHHOe uccrnefoBaHne ABNAETCS Ha4YarnbHbIM 3TanoM paboTbl MO NMOWCKY MHCTPYMEHTa CKPUHUHIA paH-
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