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OPUTI'NMHAJIbHBIE CTATbU

Knunnyeckasi HeBpoJiorus

OnTumMusanus paHHen
peadMJInTall OOJIbHBIX
C UILIEMMNYECKNM UHCYJIBTOM
1 HapyLIeHUEM ObIXaHUS BO CHE

.M. Jlyroxun, JL.A. Tepackuna, A.B. ®ousaxun, M.I0. Makcimopa
@I'bHY «Hayunbiii yenmp nesponoeuu», Mocxea, Poccus

Beedenue. Hapywenus dvixanus 6o cre (HIC) pecucmpupyromes y 70% 60abHbiX ¢ UHCYABIMOM U YXyOuiaiom QyHKUUOHAALHOE B0CCHIAHOGAEHE, YBeAUHUBAIOM
CPOKU 20CHUMAAU3AYUL, PUCK NOBMOPHO20 UHCYABIMA U CMEPIMHOCHIL.

Heav. Hzyuums dunamuxy HJIC 60 63aumocessu ¢ HegpoaoeuHeckuMu HapyueHUsMU y O0AbHbIX UleMUHECKUM UHCYABMOM U pa3patomans no0xodsl K onmumu-
3auUUY parHell peadusumayuy.

Mamepuasot u memoost. Obcaedosaro 78 Goavhbix ¢ ocmpbim unemieckum uncyavmom. HIIC sepughuuposant ¢ nomougpro KapouopecnupamopHoeo MOHUMOPUPOsa-
Husl, HegpoaoeuHeckuti egpuyum ouerusay ¢ ucnoavsoearuem wikans NIHSS u mRS. Hecaedosarus 8vinoaHsau npu nocmynaeHuy (2—5 cym uncyasma) u nogmopHo
uepe3 3 Hed. Mzywanu eausnue Koppexyuu HIIC Ha sghdexmuaHocmp Hegponoeueckoeo 60cCmarogAeHus, 015 Ye20 NPUMEHSAU RO3ULUOHHOE AeeHue (RpUROOHAMOe Ha
30 nosooncerie) 6 conemanuu ¢ okcueernomepanueil (uncyggasyus 0, ¢ noddepicaruiem ypogrs camypayuu He meree 95% nod KoHmponem OueumabHo20 0am1uKa).
Pesyavmamt. ITpu nocmynaenuu HAC svissnenvt y 88% nayuenmos, ¢ npeo6aadaruem ymeperHsix u maxceasix Hapywenuii (unoexc antos/eunontos (MAL) >
15 vac), wawe no muny o6cmpykmusHoeo antod. Y nayuenmos ¢ HAI<15 wac™” nabardanacs nonoscumenvias Ounamuxa Hesposoeuteckux Hapyuenuii (p<0,04)
Ha ore cmabuvkvix noxazameneii HIC. Y 6oavuoix ¢ HAT215 wac’ maxoce ommeuero esponoeuseckoe yayuuenue (p<0,05), komopoe accoyuuposanocs ¢
ymervueriues maxcecmu HJIC. Boisgnena npaman Koppeasuus mexcdy gvipadxcernocmyio Hesposoeuseckux napywenuii u HAT wepes 3 wed: Ryypsss =043
(p=0,003), R,zsusr=0,44 (p=0,004). Boavivie ¢ HAI215 uac™ Goiau pacnpedenenvi 6 2 epynnoi: epynna A (be3 koppexmupyrowux emeuiamensems) u epynna b
(npuMeHerue NO3ULUOKHOI U OKCU2EHOMEPAnUY 80 6DeMS HOYHO20 CHA, 6 meueHue 7 cym). BoissaeHo nonodcumenbioe eausHue Kypca KOppeKyuoHHoi mepanuy Ha
B0CCIMAH0BACHUe Heapoaoeuteckux (yHkyuil Ha (one ymeHouerus HAL

Saxarouenue. [Ipu umemuueckom uncyavme HIAC asagiomes wacmoin u cmotixum napywenuem. Pannee visenenue u xoppekyuio HIIC caedyem pacemampugamy
KaK 8ajicHeliuiee 36eH0 ROCMUHCYAbIMHOL PeabuAumayuy.

Komouessle cioBa: uwemuyeckuii UHCYAbM, HApYUeHUuA ObIXAHUS 80 CHe, NOCMUHCYAbMHAA pea6u/1umaumz.

JIlng wumuposanug: JIyroxun ['M., Tepackuna JI.A., ®onskun A.B., Makcumosa M.10. Ontumusanust paHHei peaOMiInTauy 60b-
HBIX C MIIEMIYECKIM MHCY/IBTOM 1 HapyIIeHNUEM IbIXaH!S BO CHe. AHHAJIBI KIIMHIIECKOM 1 SKCIIepUMEHTaNbHOM HeBpotoruu. 2017,
11(2): 5-14.

DOI: 10.18454/ACEN.2017.2.1

Optimization of early rehabilitation of patients with
ischemic stroke and sleep-disordered breathing

Gleb M. Lutokhin, Ludmila A. Geraskina, Andrey V. Fonyakin, Marina Yu. Maksimova
Research Center of Neurology, Moscow, Russia

Introduction. Sleep-disordered breathing (SDB) is detected in 70% of stroke patients and impedes functional rehabilitation; it also increases the length of hospital
stay and the risk of stroke recurrence and fatal outcome.

Objective. To study the dynamics of SDB in its correlation with neurological disorders in stroke patients and to develop the approaches to optimization of early
rehabilitation.

Materials and methods. A total of 78 patients with acute ischemic stroke were examined. SDB was verified by cardiorespiratory monitoring; the neurological deficit
was assessed using the NIHSS and mRS scales. Examination was carried out upon admission (days 2—5 post stroke) and again after 3 weeks. The effect of SDB
correction on effectiveness of neurological recovery was studied using positional therapy (position elevated by 30°) in combination with oxygen therapy (insufflation
of O, with the saturation level maintained no less than 95% under control of a digital sensor).

Results. Upon admission, SDB was revealed in 88% of patients; moderate and severe disorders being predominant (the apnea/hypopnea index (AHI) 215 k'), most
[frequently presenting as obstructive apnea. In patients with AHI <15 b, the positive dynamics of neurological disorders (p<0.04) were observed along with stable
SDB parameters. Neurological improvement (p<0.03) was observed in patients with AHI > 15 ', which was associated with decreased severity of SDB. A direct
correlation between the severity of neurological disorders and AHI after 3 weeks was revealed: Ry;ss/4=0.45 (p=0.003), R, /s =0.44 (p=0.004). Patients with
AHI> 15 " were distributed into 2 groups: group A (without corrective interventions) and group B (the use of positional and oxygen therapy during the night sleep
during 7 days). A positive effect of the course of corrective therapy on restoration of neurological functions, along with a decrease in AHI, was revealed.
Conclusions. SDB is a frequent and persistent disorder in patients with ischemic stroke. Early detection and correction of SDB should be regarded as an important
component of post-stroke rehabilitation.
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Beenenne

WHcynbT sBsieTcss BTOPOiA M0 4acToTe MPUYMHOM CMEPTH U
JIMAVPYIOLIEi PUYMHON MHBATMIN3ALMY TTAlMEHTOB B MUpE.
OnHako co3naHue aaeKBaTHOW CHCTEMBbI IOMOIIM OOJBHBIM C
MHCYJIBTOM MOXET [O3BOJIUTh HE TOJBbKO CHU3UTD JIETAIbHOCTD
B TeUEHUE MIEPBOTO Mecsiia 3a00J1eBaHKsI, HO M 00ECTICYUTD He-
3aBUCHMOCTD B ITOBCEIHEBHOI XM3HU Yepe3 3 Mec MOocie ero
Hayana He MeHee yeM y 70% BbDKMBIIMX OOMbHBIX [1]. Bax-
Helilas 1eib paHHEH peabWIMTalUK, OCYIIECTBISIONEHCS B
OCTpOM TIepuoje MHCYNbTa (TiepBble 3—4 Hell OT MOMEHTA ero
Pa3BUTHS) — CO3/ATh 6a3y, TTO3BOJISIONIYIO Ha CIIETYIONINX CTa-
JUSIX JIeYEHNs] JOCTUYb MAKCHMMAIbHO BO3MOXHOIO pe3yJibTIaTa.
Ecnu Ha paHHMX 3Tamax He OyIeT MPOBeACHO aleKBaTHOE Jieue-
HHe, TO 3a[a4a MOCTCTALIOHAPHBIX PeabHIUTALIMOHHBIX CTYX0
3HAYUTEJILHO YCIOXHUTCS, a B PSIIE CIy4aeB MOXKET ObITh He-
BBIMTOJHUMA [2].

B HEeKTUBHOCTD peadUIUTALIMU 3aBUCUT OT MHOXeCTBa (pak-
TOPOB, TaKMX KaK BO3PACT, TSLKECTh MHCYJIBTA, BEIUYMHA U
JIOKQJTM3aluUsl MIIEMMIECKOro oYara, ypoBeHb apTepHabHOIO
napneHust (AJl), HanuuMe aHeMMM, UIIEMUYECKOH O0oje3HU
cepoua (MBC), arepockieposa, GUOpWIISLNMU Mpeacepauii
(®IT), cepmevHoOi ¥ TIOYEYHOIN HETOCTATOYHOCTH, CaXapHOTO
mabera (CJI), mMCIUmuneMun, a TAKKe BBIpaKeHHBIX KOTHH-
TUBHBIX HapyLIeHUI ¥ neMeHLuu [3, 4].

B mocnenHee BpeMsi y OOJBHBIX ¢ MHCYJIBTOM CTald YIEIATH
ocoboe BHUMaHue HapylieHuto apixanus Bo cHe (HIC). U3-
BecTHO, 4yto cuHapoM HJIC Bctpevaercs y 50—70% naumeH-
TOB C OCTPHIMU HapyIIEeHUSIMM MO3TOBOTO KPOBOOOpAIIEHMsI
(OHMK), npuyem y 25% nauuentoB HJIC Bepudumposanu
10 MHCYJIbTa |3, 6]. B ctpykTypy cunapoma HIIC BxomaT: cuH-
npoM obcTpyktrBHOTO armHod cHa (COAC), LeHTpabHOE all-
HO03 (LIA) cHa, LIeHTpaIbHOE MEPUOANYECKOE TbIXaHUE BO CHE.
IToxazano, yro Hannune COAC yxyaiaerT GyHKLMOHAIbHOE
BOCCTAHOBJIEHME B MOCTUHCYJILTHOM Tieprone oT 3 1o 12 mec,
YBEJIMYMBAET CPOKU TOCTIUTAIM3ALMKM W peabuautauuu [7],
YBEIMIMBAET PUCK TTOBTOPHOTO MHCYNBTa [§] M CMEPTHOCTH
[9-12].

VyuThIBas MATOTEHETUYECKYIO M IMPOTHOCTUYECKYIO 3HAYM-
Mocth HIAC, ocolyio akTyanbHOCTh UMEIOT pa3paboTka U
COBEpPIICHCTBOBAHNWE METOMOB, HANPABJICHHBIX HAa MpPENOT-
BpallleHWe U KOPPEKIHMIO AbIXaTeJIbHBIX PACCTPOMCTB, 4TO
B CBOIO OYepelb MOXET MOBHICUTH 3(DPEKTUBHOCTD paHHEH
peaduIuTauuu U yaydiieHue (YyHKIMOHAJIbHOTO BOCCTa-
HOBJIEHUST OONBHBIX Mocye WHeynbTa [12—14]. B Hactosee
BpeMsl Hambojiee 3((PEKTUBHBIM U J0Ka3aHHBIM METOIOM
koppekuuu COAC sBnsgercss Tepanusi NPOAOKEHHBIM IM0-
noxutenbHeIM ngaBaeHueM (CPAP-tepammst). B psme uc-
ClIeOBaHMIT ObUTa MPOIEeMOHCTpUpPOBaHA 3Gh(HEKTUBHOCTD
CPAP-Tepanmuu B OTHOIIEHMM YCKOPEHHOTO YIYYLIEHUS
HEBPOJOrMYeckKuX QYHKIIMI B paHHUE CPOKH MOCIe MHCYIb-
Ta, a TAKXE B YMEHBIIEHUH KOJMMUYECTBA CEPACUHO-COCYIH-
CTBIX COOBITHI B OTHAJCHHBIE CPOKM C YMEPEHHO-TSXKEN0i
dopmoit COAC [11, 12]. K coxaneHuio, TpUBEPXEHHOCTD

CPAP-Tepanuu cpey MalMeHTOB ¢ WHCYIBTOM ObUla HU3-
Koit [12, 15, 16]. dpyrue metonsl neyenus COAC (Hampu-
Mep, Kamlbl, 0TKa3 OT CHAa B MOJOXEHWU JIeXa Ha CIUHE)
6o Mano3¢hdeKTUBHBI, MO0 HEJOCTATOYHO M3y4YEeHBI B
TpyMMax NalkeHTOB ¢ OCTPBIM UHCYJIBTOM, MIO3TOMY OHU He
MOJNYYMIIU IIUPOKOTO pacrpoctpaHenusd [17]. OmHako He-
Oosblllas 9KOHOMHUYECKasl 3aTpaTHOCTb HaHHBIX MOIXOIOB
OYeBMIHA, YTO MHUIIMHMPYET HaNbHEHIINEe MCCASIOBAHUS B
3TOM HaIlpaBJIeHUU.

eap — m3yunts quHamMuKy HJIC Bo B3auMOCBS3M C HEBPOJIO-
TMYECKUMU HAPYIIEHUSIMU Y OOJNbHBIX MIIEMUUECKUM UHCYJIb-
TOM M Pa3paboTaTh IMOAXONHI K ONTUMU3AINY PaHHEN peabu-
JIUTaLUU.

Marepuanbl U METOIBI

B uccnenoBanme BKII0OYAINCh O0JIbHBIC, TTOCIEN0BATEILHO 10~
CTYNMBIIME B OTAEICHUE OCTPHIX HapYIIeHWA MO3TOBOTO KO-
BooOpamieHust «HayuHoro neHTpa HeBposoruw». Kpurtepun
BKJTIOUEHHS: MY>KUMHBI M XXEHILMHBI, BO3pacT 18 JieT u crapiie;
WIIEMAYECKUI MHCYIIBT, TOATBEPXACHHBI JTaHHBIMU HEHpo-
BU3yanu3aluu, 1—4 cyT oT Hauana 3abojieBaHu ; MOAMMCAHHOE
MHGOPMUPOBAHHOE COTJIACKe Ha y4aCTHE B UCCIIETOBAHUM.

Kputepun HeBKIIIOUEHMsSI/UCKITIOUEHUS: CHIDKEHHE YPOBHS
0ompcTBOBaHUA (110 IIKae KOMBI [l1a3ro — MeHee 14 0amios),
TICUXOMOTOPHOE BO30YXXKI€HHE, BbIPAXXEHHbIE KOTHUTHBHBIC
HapylIeHUs], HapyllleHHe HOCOBOTO IbIXaHWsI, OCTpast Pecu-
paTopHas IaTOJOTHUS, XPOHUYECKME 3a00J€BaHUS JIETKUX U
JbIxateabHasi HepoctatroyHocTh II1-IV crenmenu, apyrue co-
MaTHYECKHUe pPacCTPOUCTBA B CTAINK 00OOCTPEHMS INOO0 TEKOM-
TIeHCallMK, XpoHUYeckas cepaeyHast HenmoctatoyHocTh (XCH)
ITB—III cramym [18], ocTphIif KOPOHAPHBIM CHHAPOM, OTKa3 OT
yJactus B uccnenoBaHuu. [Ipotokon ucciaenoBaHus ObL1 0f10-
OpeH JIOKaTbHBIM 3THYeckuM KomutetoM GTBHY HIIH.

Bcero B HabmoneHre ObIIO BKITIOYEHO 78 MAIMEHTOB C MIIe-
MUYECKAM MHCYJIBTOM, U3 HuX 46 (59%) myxuuH u 32 (41%)
KeHIIMHbBI. Bo3pacT maiueHToB Ha MOMEHT BKJIIOUEHMS B UC-
cienoBanue coctaBun 65 (57; 71) net. Umerommasicst y 60 TbHBIX
CepIeYHO-COCYANCTas ITaTONOT U MpecTaBieHa B TaoI. 1.

BbIpakeHHOCTh HEBPOJOTMYECKUX HApYLIEHM OLIHUBAIU C
TTOMOIIIBIO IIKAJIBI MHCYIIBTa HallmoHaTBHBIX MHCTUTYTOB 3110-
poBbst (NIHSS), olieHKYy (YHKIIMOHAIBHBIX BO3MOXHOCTEH
00JIbHOTO — M0 MoAUbUIIMPOoBaHHOH 1Kane PankuHa (mRS)
[19]. HUccenoBaHue BHIMOTHSIM MPY TOCTYILICHMH OOJBHOTO
1 TIOBTOPHO — uepe3 3 Hel, Ha (DoHe MpoBeneHusT peaduiInTa-
IUOHHBIX MepONpusATHii. JledeHne OCYIIEeCTBISIIOCh B COOT-
BETCTBMM CO CTAaHHAPTOM OKa3aHWSI MEIMIIMHCKON ITOMOIIH
6onbHBIM ¢ OHMK.

C uenbio YTOUHEHMS XapakTepa MHCYJIbTa U JIOKAIU3aluu UH-
(hapkTa Mo3ra BceM OOJBHBIM IIPH ITOCTYIUICHUH IIPOBOIIIIH
MPT ronossl («Magnetom Symphony», Siemens, HanpsKeH-
HocTh MarHuTHOTO mos 1,5 T). ITo cOOTHOLIEHUIO BETUYMHBI



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust

Ta6mumna 1. KnuanKo-HHCTPYMEHTANIbHAS XaPAKTEPUCTHKA GONbHBIX

OcHoBHas rpynna

Xapakrepuctuka (n=78)
Mon, M/x 46/32
Bospacr, ner 65 (57; 71)
UMT, kr/m? 28 (25; 31)
AT, uncno GonbHbix (%) 73 (94)
Ar 1cr. 6 (8)
Ar2cr. 10 (13)
Ar3cr. 57 (73)
Arepocknepo3 BLIA, uncno 60nbHbIX (%), 75 (96)

B TOM Y1CNe FEMOAMHAMMYECKN 3HAYMMBIN CTEHO3 24 (31)
WBC, y1cno GonbHbIX (%), 23 (29)

B TOM YMC/e NOCTUH(APKTHBIN KAapa1ocKiepo3 6 (8)
@, y1cno GonbHbIX (%) 15(19)
XCH, uncno 6onbHbix (%) 49 (63)
CA, uncno GonbHbix (%) 11 (14)
NIHSS 1, 6annbli; Me (25%; 75%) 5(3; 8)
NIHSS 2, 6annbli; Me (25%; 75%) 2(1;4)
mRS 1, 6annbl; Me (25%; 75%) 2(0; 4)
mRS 2, 6annkl; Me (25%; 75%) 0(0;2)

Mpumeyatue: UMT — uHpekc mMacchl Tena, AT — apTepuanbas runeptoHus, BLA — Gpaxvoue-
danbHble aptepun, UBC — uwemuyeckas Gonestb cepaua, G — dubpunnsums npeacepamii,
XCH — xpoHuyeckas cepieyHas HefiocTaTouHOCTb, G/l — caxapHbii avabet, NIHSS 1 v NIHSS 2 —
ouerka no wkane NIHSS npu 1 v 2 uccneposanmsx, mRS 1 u mRS 2 — oueHka no moauduULMpo-
BaHHOIA LuKane PaHkuHa npu 1 1 2 uccneaoBanmsx.

Table 1. Clinical and instrumental characteristics of patients

. Main group
Characteristic (n=78)
Sex, m/f 46/32
Age, years 65 (57; 71)
BMI, kg/m? 28 (25; 31)
aH, number of patients (%) 73 (94)
aH 1 st. 6 (8)
aH 2 st. 10 (13)
aH 3 st. 57 (73)
Atherosclerosis of Bca, number of patients (%), 75 (96)
including hemodynamically significant stenosis 24 (31)
CAD, number of patients (%), 23 (29)
including postinfarction cardiosclerosis 6 (8)
Af, number of patients (%) 15(19)
CHF, number of patients (%) 49 (63)
Dm, number of patients (%) 11 (14)
NIHSS 1, points; Me (25%; 75%) 5(3; 8)
NIHSS 2, points; Me (25%; 75%) 2(1;4)
mRS 1, points; Me (25%; 75%) 2(0; 4)
mRS 2, points; Me (25%; 75%) 0(0;2)

Note: BMI — body mass index, aH — arterial hypertension, Bca — brachiocephalic arteries, CAD —
coronary artery disease, Af — atrial fibrillation, CHF — chronic heart failure, dM — diabetes mellitus,
NIHSS 1 1 NIHSS 2 — score on the NIHSS for 1 and 2 study, mRS 1 u mRS 2 — score on the
modified Rankin Scale for 1 and 2 study.

VLeMnSECKvii MHCYNIBT 1 HAPYLLUEHVE fibIXaHWs! BO CHe

UILEMMYECKOTO OYara ¢ 30HOM KPOBOCHAOXEHMSI 3aHTEPECO-
BaHHOI apTepyry KJIacCU(PUIIMPOBAIN HH(BAPKT MO3ra Kak Ma-
JIBIH, CpemHUIA, OOMBIION 1 0OIIIPHEIA [20].

Takke BceM OOJTBHBIM BBITIOJTHEHBI AYIIEKCHOE CKAHUPOBAHNE
BIIA, 9KI, axoxkapauorpadusi, MccaegoBaHUE T'eMaTOJOTH-
YeCKMX MMOKa3aTeNieil B COOTBETCTBUM CO CTAHIAPTOM JICUEHUS
0O0JIbHBIX MHCYIBTOM. Ha OCHOBaHMHU COIOCTABIECHMS aHAM-
HECTUYECKMX TaHHBIX O Ae00Te 3aboJeBaHuUs, 0COOCHHOCTEM
KIMHUYECKUX TIPOSIBIICHUHA, Pe3y/IBTaTOB YIBTPa3BYKOBOTO 00-
CIIeIOBaHMSI U HEMpPOBM3yaTU3alUK ONPEIENsIN aTOreHEeTH -
YeCKMiA MOATUI MIIEMUYECKOTO MHCYIbTa (CM. Tab. 1).

Hamruue v cTpyKTypy IbIXaTeIbHBIX HAPYIIEHWIA BO CHE M3YJan
METOIOM CYTOYHOTO KapINOPECITPATOPHOTO MOHUTOPUPOBAHHS
¢ nomoliblo nopratuBHoit cuctembl KT-04-3P(M) («MHKapT»,
CII6). UccnenoBanue BHIMOMHSIM HAa 2—5 CyT OT nedroTa 3a60-
JieBaHUs ¥ TIOBTOpHO — uepe3 3 Hea. Perucrpaimsa HIC Bbimon-
Hstach ¢ 23.00 mo 7.00 yac. AHanIM3 AbIXaTeIbHBIX HapyIIeHWUI
OCYIIIECTBIISUICS. B aBTOMATHIECKOM PEXXMME U JTOTIONHSICS BU-
3yaIbHOM 3KCTIEPTHOM OLIEHKOI Kaxnoro (pparmMeHTa. Peructpu-
poBanu: obiee yrcio smu3oa08 HIC; amm3o161 00CTPYKTUBHO-
ro arHod (OA) — CHIXEHME TTOTOKOBOM CKOpocTH Broxa Ha 90%
u bonee B TeyeHue 10 ¢ u Gonee ¢ pecnUpaTOPHBIMU YCUITUSMU
BO BpeMsI BCETO 3MMK301a; Amu30abl LA — cHIbkeHne IToTOKOBOIA
ckopocTy Boxa Ha 90% u Gonee B Teuenue 10 ¢ u Gonee 6e3 pe-
CITMPATOPHBIX YCUITHIA BO BpeMsI BCETO AIM30/1a; STTU30/IbI THTIOI -
HO3 — CHITKEHHE ITOTOKOBOI CKOPOCTH BIoXa Ha >50% B coveTa-
HMU co cHrkeHreM SpO, Ha >3% OT MCXOMHBIX 3HAUEHUIA OO
CHIDXEHME MTOTOKOBOM CKOPOCTH BIoXa Ha >30% B coueTaHMH CO
cHikeHueM SpO, Ha >4% OT UCXOIHBIX 3HAYEHUIA; MHAEKC arl-
Hoa/runonHo3 (MAI) — KonuyecTBO armHO3/TUIIONHO3 B Yac;,
unzaekc runokcemuu (MT') — KonmudyecTBo SMU3010B AecaTyparuu
(cHmxkeHue SpO, Ha >3% OT UCXOOHBIX 3HAUEHHUIT) B yac. Takke
OLIEHMBAJIM TIOKA3aTe/IM CaTypalui — CPEqHMIA, MUHUMAIBHBINA
1 CpemrHeMaKCHMAbHBIN YPOBEHDb CaTypallii, MaKCHMAIbHYIO
JUTUTEIbHOCTD 3MU30/a ecaTypaly (Mpy KOTOPOM apTepuaib-
Hasl catypanus Obuta MeHee 90%), CyMMapHYIO JUTHTETbHOCTh
SMM30MI0B AecaTypallid W CPEIHUI MUHUMAIbHBIN ypoBeHb O,
B 3MuU301ax aecatypauu [21].

ITo cootHomeHuto koauuectBa anu3onos OA u LA cyaumu o
MPEUMYIIECTBEHHOM XapaKTepe AbIXaTebHBIX PACCTPOUCTB Yy
KOHKpeTHoro mauuenTa. Tak, eciu Oonee MOJOBUHBI 3aperu-
crpupoBaHHbix HJIC 6bi1u npeactaBnensl LA, nuarsoctupo-
BAJIU MTPEUMYIIECTBEHHO LIEHTpalbHOE anHo3. HanpoTtus, npu
nomuHuposanun OA (6onee 50% Bcex HIIC) anHos ompeaeris-
JIM KaK TMPEUMYIIECTBEHHO 00CTpyKTUBHOE. CTeneHb TSLKECTH
HAC ouenusami no seanuuHe MAILL 5—14 cobwituii/yac —
nerkue, 15—29 — ymepeHHo Tspxenbie, 30 u bonee — TSKeNbie
HapyuieHus. [Tokazatens MAI MeHee 5 coObITHii/yac cBUIe-
TeJbCTBYET 00 oTcyTcTBUM 3HaUMMbIx HIIC.

C 1enbio HUBEIMPOBAHMSI HETaTMBHOTO BIWSIHUS 3MU30/0B
runokcuu, ooycnosieHHbix HAC, y marmenToB ¢ MAI>15 co-
ObITUIi/9ac B TedyeHUe 7 MHEN ocTpeiiieil ¢a3pl MHCYJIbTA BO
BpeMst HoyHoro cHa ¢ 23.00 mo 7.00 yac ucmonb3oBaaM BO3-
BBIIIEHHOE TOJIOXEHME MalMeHTa (MoabeM TOJOBHOTO KOHIA
KpoBaTu Ha 30°) B coueTaHuU ¢ MHCYDDIILMEN KUcIopoaa co
CKOPOCTBIO 2—4 J1/MUH (Y4epe3 HOCOBYIO KaHIONIO) C TIOIIep-
XaHMeM YPOBHS TKaHeBoii catypauuu O, He MeHee 95%, mon
KOHTPOJIEM TUTUTATTBHOTO JaTYMKA.

CraTtuctiyeckast 00paboTKa MOTYyICHHBIX JAHHBIX BHITOTHEHA
¢ moMoliblio mporpammbl Statistica 10 (StatSoft, USA). Ucnonb-
30BaHBl METONBI HEMapaMETPHUECKOTO aHAIM3a. Pe3ymbraThl
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TIPEICTABJICHBI B BU/IE MEAMAHBI, MEXKBAPTUIIBHOTO MHTEPBAJIA
[Me (25%; 75%)]. dns aHanM3a JaHHBIX B CBSI3aHHBIX IPYIINax
MIPUMEHSITN KpuTepuii Bunkokcona. CpaBHeHUE IBYX HE3aBU-
CUMBIX I'PYII OCYLIECTBIISUIM ¢ moMoilnbio U-kputepust MaH-
Ha-YutHU. CTaTUCTMYECKM 3HAYMMBIM PE3YJbTaT CUMTAJICS
niput p<0,05. J11s1 BBIIBJICHUMSI CBSI3M MEXITY IBYMsI IPU3HAKAMU
BBITIOJTHSIJIM @HAJTU3 C TIOMOIIbIO PAHTOBBIX Koppensiuit Crimp-
MeHa.

Pesyabratnl

Nmemuyeckuii MHCYIBT ¢ 0Opa3oBaHueM UH(APKTa B JIEBOM
MONYLIapUK TOJIOBHOrO Mo3ra nepeHeciu 35 (45%) OOJbHbIX,
B mpaBoM — 31 (40%) u B BepTeOpaabHO-0A3UIAPHON CHC-
teme — 12 (15%) GombHBIX. Y 68 (87%) GONBHEIX 3TO OBLI
niepBbiii uHCynbT, y 10 (13%) — nosrophbiit. [Tpu MPT 6oiib-
1ol nHGAPKT Mo3ra BU3yanu3upoBaH y 23 (29%), cpenHuii —
y 13 (17%), manblit uHdapkT — y 42 (54%) GoapHbIX. Kapano-
SMOONMYECKUIT MHCYJIBT AMarHocTupoBaH y 26 (33%) mauu-
€HTOB, JlaKyHapHbId — Y 25 (33%), atepoTpoMOOTHYECKUIT —
y 19 (24%), uHCynbT HeyTouHeHHOTO TeHe3a — Y 8 (10%) 6otb-
HbIX. [eMognHamMuyecku 3HauMMBbINA arepockiepo3 BIIA (cte-
HO3 Gonee 60% 1o IuaMeTpy apTepyun) BbIsSBIAEH MPHU AYTIeKC-
HOM ckaHupoBaHuM y 24 (31%) GOJbHBIX, TEMOAMHAMMYECKH
He3HauuMblit — y 51 (65%) manueHTa. Y oCTalbHbIX OOJIbHBIX
He BBISIBJIEHO IIPU3HAKOB aTepockieposa bLIA.

Ta6smna 2. /lnnamMuka nokasareneil HApyIeHus IbIXaHUs BO CHe

HcxomHo TSoKeCTh HEBPOJIOTUYESCKOTO ACUIINTA TP OLICHKE
no mkane NIHSS Bapbuposana ot 1 go 18 6amioB, B cpenHeM
Obuta paBHa 5 (3; 8) OasiaM. OLieHKa MOBCEIHEBHON aKTUBHO-
ctu 6onbHOro (MRS) coctaBuna ot 0 o 5, B cpentem — 2 (1; 4).
Yepes 3 Hemenu Ha (oHe peaOMIMTALIMOHHBIX MEpOIpHUs-
TH OTMEYEHO YMEHBIICHHE BBIPAXCHHOCTH HEBPOIOTMYE-
ckux pacctpoiicts. [Ipy MoBTOPHOIL OLIeHKe CpeHUI 6asl Mo
NIHSS cocrasun 2 (1; 4), GYHKIMOHAIBHOTO COCTOSIHHS TIO
mRS -0 (0; 2).

[Tpu xapanopecnupaTOpHOM MOHUTOPUPOBAHUM Y OOJIBIINH-
CTBa 00CJIeTOBAaHHBIX MAIMEHTOB BhIsIBIEHBI pasnuuHbie HIC.
IMokazarens MAT BapsrpoBan B quamnasone 0—70 yac™!, mequa-
Ha UAT cocraBmna 17 (9; 25) yac™!. UAT Gonee 4 gac™' 3aperu-
crpupoBaH y 69 u3 78 (88%) GonbHbIX. [Ipu 3TOM JOMUHUPO-
Bam yMepeHHble (MAT 15—-29 vac™) u Tsxensie (MAT 6onee
29 yac™') paccrpoiictBa (cM. Tabm. 1). [Tpenmymiectsenno 1A
BepuduLupoBaHo y 9 (13%) u3 69 60JIbHBIX, Y OCTaIbHBIX 60
(87%) — npeumyiectseHHo OA.

Yepes 3 Hemenmm OTMEYeHBI M3MEHEHUsI HEKOTOPHIX Mapame-
TpoB, xapakrepmsyonmx HJIC (tabm. 2). Tak, 3apeructpu-
poBaHo cHuxeHue AT (p=0,012), uyTo coueTanoch ¢ yMeHb-
IICHMEM YKciIa OOJBHBIX ¢ YMEpeHHBIMU U TsokenbiMu HIIC
(MAT>14 gac') u yBenmueHHeM 4Kcia OOJBHBIX C JIETKUMU
HAC, umetommmu UAT 5—14 gac! (p=0,026). Kak BumHO u3

uaep&'g?,;?m% ) 1-e uccnepoBaHue 2 uccnepoBaHue P,
HAOC, Konn4ecTBO aNKU30108 119 (75;195) 95 (47; 189) 0,055
HAC ¢ runokcuen, KoMYecTBo anN130/0B 22 (2; 69) 14 (2; 44) 0,195
HIC co cHuxeHnem YCC, KonnyecTBo ann3oa0B 19 (11; 36) 19 (7; 37) 0,554
AnHo3, KONM4YECTBO 3NM300B 89 (49; 159) 64 (28; 130) 0,017
AMHO3 C runokcuen, KONMYecTBO ANM30a0B 19 (3; 46) 10(1; 29) 0,167
AnHo3 co cHuxennem YCC, konmyecTeo ann3oaoB 23 (11; 41) 20 (7; 40) 0,608
LIA, konnyecTso anun3onoB 12 (3; 45) 9(1;27) 0,01
LIA ¢ r1nokcyeid, KonM4ecTeo aNU30a0B 2(0;9) 1(0; 5) 0,018
LIA co cHmxennem HYCC, konnyecTso anun3on0s 19 (2; 42) 14 (0; 50) 0,836
A, KO/IMYECTBO 3NKU300B 69 (38; 96) 44 (21; 84) 0,43
OA ¢ runokcueit, KonM4ecTBOBO 3NU30A0B 8 (1;29) 6(1;19) 0,52
0A co cHuxeHuem YCC, KonnyecTBo anu3oaos 23 (9; 40) 20 (4; 38) 0,757
[MNONHO3, KONMYECTO 3NM30/0B 27 (9; 44) 27 (15; 43) 0,99
[unonHo3 co cHxeHmem YCC, K0NMYECTBO 3NM30M0B 11 (0; 29) 8 (0; 25) 0,496
WAT, yac™! 17 (9; 25) 12 (6; 24) 0,012
Tsxectb HAC, uncno 6onbHbix (%)

WAT <5, yac™! 9(12) 10 (15)

WAT 5-14, yac'' 23 (29) 27 (40) 0,026
WAT 15-29, yac™' 30 (38) 21 (30)

WAT >29, yac™! 16 (21) 10 (15)

Cartypauus cpeaHss, % 92,1(90,7; 93,2) 92,5 (91,6; 93,3) 0,013
Cartypaumsi MUHUManbHasi, % 86,7 (84,7; 88,4) 87 (83,5; 89) 0,184
Carypaums cpefHemakcumansHas, % 93,8 (92,5; 94,8) 94,2 (93,2; 94,9) 0,02
MakcumanbHas AnMTeNbHOCTb 3NM304a Aecatypauui, ¢ 77 (37; 189) 69 (38; 141) 0,065
CymmapHas auTenbHOCTb AMM30L0B AecaTypauui, ¢ 914 (277; 3106) 857 (130; 2116) 0,108
CpenHuin MuHMManbHBIN YpoBeHb O, B ann3opax aecarypauum, % 89,3 (88,1; 90,4) 89,7 (88,7; 90,4) 0,005
MHpekc runokemm, yac™ 5(1;16) 3(0;9) 0,043

Mpumeyanue: HOC — Hapywwenve abixakus Bo cHe, LA — ueHTpanbHoe anHoa, OA — o6cTpykTuBHOE anHo3, YCC — vacToTa cepaieyHbIx CokpaLeHui, VAT — MHAEKC anHo3-r1nonHo3.
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OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust

Table 2. Dynamics of indicators of respiratory disturbance in sleep

Parameter

Me (25%; 75%)

SDB, number of episodes

SDB ¢ with hypoxia, number of episodes

SDB with a decrease in heart rate, number of episodes
Apnea, number of episodes

Apnea with hypoxia, number of episodes

Apnea with a decrease in heart rate, number of episodes
CA, number of episodes

CA with hypoxia, number of episodes

CA with a decrease in heart rate, number of episodes
OA, number of episodes

OA with hypoxia, number of episodes

OA with a decrease in heart rate, number of episodes
Hypapnea, number of episodes

Hypapnea with a decrease in heart rate, number of episodes
AHI, hour !

Severity of SDB, number of patients (%)
AHI <5, hour !

AHI 5—14, hour '

AHI 15—29, hour !

AHI >29, hour !

Saturation mean, %

Saturation minimal, %

Saturation mean maximum, %

Maximum duration of the desaturation episode, s

Total duration of episodes of desaturation, s

Mean minimum level of 02 in episodes of desaturation, %
Hipoxia index, hour !

VueMuHeCcKIi MHCYALT 11 HApYLLIEHIE IbIXaHVA BO CHE

1st study 2nd study P,
119 (75;195) 95 (47; 189) 0,055
22 (2;69) 14.(2; 44) 0,195
19 (11; 36) 19 (7, 37) 0,554
89 (49; 159) 64 (28; 130) 0,017
19 (3; 46) 10(1; 29) 0,167
23 (11;41) 20 (7; 40) 0,608
12 (3; 45) 9(1;27) 0,01
2(0;9) 1(0;5) 0,018
19(2; 42) 14 (0; 50) 0,836
69 (38; 96) 44 (21; 84) 0,43
8(1;29) 6 (1;19) 0,52
23 (9; 40) 20 (4; 38) 0,757
27 (9; 44) 27 (15; 43) 0,99
11(0; 29) 8 (0; 25) 0,496
17(9; 25) 12 (6; 24) 0,012
9(12) 10 (19)
23 (29) 27 (40) 0,026
30 (38) 21(30)
16(21) 10(19)
92,1(90,7; 93,2) 92,5 (91,6; 93,3) 0,013
86,7 (84,7, 88,4) 87 (83,5; 89) 0,184
93,8 (92,5; 94,8) 94,2 (93,2; 94,9) 0,02
77 (37, 189) 69 (38; 141) 0,065

914 (277; 3106) 857 (130; 2116) 0,108
89,3 (88,1; 90,4) 89,7 (88,7; 90,4) 0,005
5(1; 16) 3(0:9) 0,043

Note: SDB — sleep-disordered breathing, ca — central apnea, oa — obstructive apnea, AHI — apnea-hypapnea index.

Tab. 2, MaHHasl AMHaMKMKa 00YCIIOBJIeHa B OCHOBHOM CHUKE-
nueM HJIC mieHTpanbHOTO TeHe3a, TOra KakK BBRIPAKEHHOCTD
HC, cBs3aHHBIX ¢ 00CTPYKIIMEit IbIXaTeNbHBIX MyTel, coXpa-
HSIIaCh Ha TIPEKHEM YPOBHE.

B 3aBucumoctu ot tskectu HJIC 6osibHBIE ObLIM pacnpeaese-
Hel B 2 rpynmsl. [aumentsl ¢ MAT 0—14 yac™! cocraBummm 1-10
rpymmy (n=32), 6onbHble ¢ MAT 6omee 14 yac™' — 2-10 rpymmy
(n=46). Tpynmbl GbLTM COTIOCTABUMBI MO MOJTY, BO3PACTY, TOKa-
JIM3aliM U BeIMYMHe MH(ApKTa MO3ra, BhIPakKeHHOCTH aTepo-
ckieposa BLIA, xapakTepy KapauaabHOIM MaToJOTMU, a TaKXKe
TSDKECTU HEBPOJIOTMYECKMX HApYILIeHU (Tabi. 3).

Yepes 3 Hen B 00eHx TpyIax OTMEUYEHO YMEHBIIEHUE TsKe-
CTH HEBPOJIOTHIECKUX PACCTPOICTB U YAyJIICHUE TOBCEIHEB-
HoOro GbyHKIIMOHMpOBaHUs. B pesynsrate B 1-ii rpyme oleH-
ku mo NIHSS u mRS cranu craTucTryecku 3HaUMMO MeHb-
mre (p=0,04; p=0,02), yem Bo 2-ii rpymne. Bmecte ¢ Tem B 1-i
rpynmne BbipakeHHocTh HJIC cyliecTBEHHO He W3MEHWIACh,
COOTBETCTBYS JIETKOW CTEICHM, M (PYHKIMOHAJIBHBIC CIBUTH
HaOmoganuch Ha (oHe ctabunbHbIX Moka3zareneir MAI u UT
(cm. Tabm. 3). Bo 2-i1 rpymnme Takke OTMEYEHO HEBPOJIOTH-
yeckoe ynyuiieHue (p<0,05), KOoTopoe accolMMpOBaNOCh C
yMmeHblieHueM Tsokectd HIC n cHkeHuem nokaszareneit UAT
(p=0,004) u UT (p=0,02). [Tpu 3TOM BO 2-ii TpYIIIE BHISABICHA

Tadomina 3. Junamuka UAT, VT n BbIpakeHHOCTH HEBPOJIOTHIECKHX PACCTPOICTB B 3aBucumocTH ot Tsukect HIC

Mokasarenn 1 rpynna (n=32) 2 rpynna (n=46)

Me (25%; 75%) 1-e uccnegosaHne 2-e uccnepoBaHne 1-e uccnegosanmne 2-e UccnepoBaHne
NIHSS, Gannsi 4(2;8) 2(1; 4)* 5,5 (3; 8) 2,5(1: 5)*#
mRS, Gannbl 1(0; 4) 0(0; 1)* 3(1;4) 1(0; 3)*#

WAT, yac™ 9(4;10) 7(3;9) 25 (18; 40) 19 (12; 29)*

Wr, vac™! 2 (0; 6) 0(0; 6) 10 (2;21) 5(2; 11)*

Mpumeyatme: * — p<0,05 — no CpaBHEHMIO C UCXOAHBIM 3HaYeHreM B rpynne; # — p<0,05 — npu cpaBHeHun nokasareneit Mexay rpynnamu; NIHSS — ouetka no wkane NIHSS; mRS — oueHka no mopuduum-
POBaHHOI Lwkane PaHkuHa; NAT — Hpeke anHoa-runonHoa; UM — MHAEKC runokeum.
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Table 3. Dynamics of AHI, HI, and the severity of neurological disorders, depending on the severity of the SDB

Parameter 1st group (n=32) 2nd group (n=46)

Me (25%; 75%) 1st study 2nd study 1st study 2nd study
NIHSS, points 4(2; 8) 2(1;4)* 55(3;8) 25(1;5)*#
mRS, points 1(0; 4) 0(0; 1)* 3(1;4) 1(0; 3)*#

AHI, hour! 9(4;10) 7(3;9) 25 (18; 40) 19 (12; 29)*
HI, hour! 2 (0; 6) 0(0; 6) 10(2;21) 5(2; 11)*

Note: * — p<0,05 — compared to the original parameter in the group; # — p<0,05 — when comparing parameters between groups; NIHSS — score on the NIHSS; mRS — score on the modified Rankin Scale;
AHI — apnea-hypapnea index; HI — hypoxia index.

Taomua 4. Tunamuka AT, T u BbIpaKeHHOCTH HEBPOJOTHYECKUX PACCTPOMCTB Y 00IbHBIX ¢ TskeabiMi HC B 3aBHCHMOCTH OT HAJIMYMSA KOPPEKTH-
PYIOIIMX BMeLIATENbCTB

Moka3zarenb F'pynna A (n=30) Fpynna b (n=16)

Me (25%; 75%) 1-e uccnenosanue 2-e nccnepoBanmne 1-e uccnenoBanue 2-e uccnenoBanue
NIHSS, 6annbi 4(2; 8) 2(1;4)" 6,5 (1,5; 10,5) 3(2;5,5)*
mRS, 6annbl 1,5(0; 4) 0(0; 3)* 3,5(2,5;4,5)% 1(1;3)*

VAT, yac™ 23 (18; 29) 19 (11; 24) 33 (19;50)#4# 22 (16; 38)*

Wr, vac" 7(2; 25) 4(2;8) 11 (5; 20) 6(2; 18)

Mpumeyanue: * — p<0,05 — no cpaBHEHMIO C UCXOAHbIM 3HaueHreM B rpynne; # — p=0,051, ## — p=0,062 — npu cpaBHeHum nokasareneit Mexay rpynnamu; NIHSS — ouenka no wkane NIHSS; mRS — ouenka
no MoaMdMLMPOBaHHON Likane PaHkuHa; VAT — uHaekc anHo3-runonHod; UM — nHaekce runokcun.

Table 4. Dynamics of AHI, HI, and severity of neurological disorders in patients with severe SDB, depending on the presence of corrective interventions

Parameter Group A (n=30) Group B (n=16)

Me (25%; 75%) 1st study 2nd study 1st study 2nd study
NIHSS, points 4(2;8) 2(1; 4 6,5 (1,5; 10,5) 3(2;5,5)*
mRS, points 1,5(0; 4) 0(0; 3)* 3,5(2,5;4,5)# 1(1;3)*
AHI, hour 23 (18; 29) 19 (11; 24) 33 (19;50)#4 22 (16; 38)*
HI, hour! 7 (2; 25) 4(2; 8) 11 (5; 20) 6(2; 18)

Note: * — p<0,05 — compared to the original parameter in the group; # — p=0,051, ## — p=0,062 — when comparing parameters between groups; NIHSS — score on the NIHSS; mRS — score on the modified
Rankin Scale; AHI — apnea-hypapnea index; HI — hypoxia index.

TIpsIMasi KOPpesALrs MeXIy BhIPaKEHHOCTBIO HEBPOJIOTHYE- ro ymensmenus UAT B rpymme b (p=0,02), Torma Kak B rpyI-
ckux HapyuieHuit u AT yepe3 3 Hen oT Hauaia 3aboyieBaHUS: ne A uamenenust MAT Obuin MeHee otueruBbiMu (p=0,063).
Ruinss/mar=0,45 (p=0,003), Ryyrs/mar=0,44 (p=0,004). Takum 00pa3om, TONyYeHHbIE TAHHBIE MO3BOJSIOT MPEATO-
JIOXUTb TOTIOJHUTEIBHOE MOJOXUTENbHOE BIMSHUE TO3UIU-
MBI TONOJHUTENBLHO OLIEHWIN BIUSTHUE KOPPEKIIMU TUTIOK- OHUPOBaHMsI OOJILHOTO C TIPUTTOAHSATHIM TOJIOBHBIM KOHIIOM 1
cuu, odycnosnenHoit HJC, Ha nuHaMuUKy QYHKIIMOHANIBHO- uHCYDOISIIMY KUCI0poaa B HOUHBIE Yachl HA BOCCTaHOBJIE-
T'0 BOCCTAHOBJIEHUS C MOMOIIBIO MHCY(DGIALNU KUCTopoa HUE HEBPOJOTUYECKUX (PYHKIUI y OOJBHBIX MIIEMUYECKUM
CO CKOPOCTBIO 2—4 JI/MUH B COYETaHHWU C BO3BHIIICHHBIM MHCYJIETOM.
MOJIOXKEHUEM TMalMeHTa (MOAbEeM I'OJIOBHOTO KOHIIA KpOBa-
T Ha 30°) BO BpeMsi HOUHOTO CHa. [[jis 3TOTO0 ManueHTsl 2-ii O0cyxnenue
IPYNIbl — ¢ yMepeHHbIMU U TskeapiMu HIIC — ObL11 pasme-
JIEHBI B CBOIO OYepe/Ib Ha JIBE TPYIIIBL: Tpymma A — 6e3 Kop- Cunnpom HJIC — pacmipocTpaHeHHasi MaTojorysi, KOTOpast
pekiun (n=30), rpynma b — ¢ koppekuueii (n=16). Ipymnmst BcTpedaeTcss y 20% B3pociaoro keHckoro u 49% B3pociioro
ObLTM COMOCTAaBUMBI MO BCEM OCHOBHBIM XapaKTepUCTUKAM, MycKoro HaceneHus EBpornbl 1 AMepuku [22—24]. JlaHHbIE
0IHAKO OOJBHBIC I'PYMITEI b MCXOMHO MMeTM TEHICHIINIO K JIUTEePATyphl CBUNCTEIBCTBYIOT O TIPOIOJIKAIOIIEMCST POCTE BBI-
Oosblelt TsxecTH HapymeHuit (taoa. 4) mo mRS (p=0,051) SIBICHUS JbIXaTeJIbHBIX PACCTPOICTB BO CHE HA MPOTSXEHUU
u NAT (p=0,062). nocienuux net [24]. [pexne Bcero, ato otHocuTcst K COAC,
YTO, KaK T0JIaraoT, BO MHOTOM CBSI3aHO C POCTOM OXUPEHMS U
Yepes 3 Hem oTMeueHa MO3UTUBHAS TUHAMUKA BBIPAXXEHHO- CTapeHUeM MOMYJISAIMH B 1ieoM [25]. MHorue dhakTophsl pucka
CTY HEBPOJOTMYECKUX PACCTPOICTB U MOBCEAHEBHOTO (PYHK- COAC accouuupylorcsl ¢ pa3BUTHEM CepIeYHO-COCYIUCTOMN
LIMOHUPOBAHUS, TpUYeM Ipynibl A 1 b ypaBHSAIMCH MO OIEH- naronoruu [26]. KpoMe mpouero, noka3aHa BbICOKass KOMOP-
ke NIHSS u mRS (cm. Tadm. 4). Ouenka mo NIHSS B rpymme ounHocth COAC ¢ TakuMU KapIMOBacKYISIPHBIMU 3a00JieBa-
A cHusunach Ha 2 (1; 4) 6anna vs 4,5 (2; 5,5) 6anioB B rpymn- HUSIMU, KaK apTepuaibHas runeptonus (Al), UBC, cepaeuynas
ne b (p=0,03). Ouenka mRS ymenbimunace B rpymnme A Ha | HEJI0CTaTOYHOCTD, HAPYIIEHUS puTMa cepala, Bkmodas OI1, a
(0; 1) mynkr vs 2 (0,5; 2) mynkTa B rpynne b (p=0,018). O1tu TaKXe ¢ pa3TMYHBIMU (PopMaMU HapYILEHUIi YIIEBOAHOTO 00-
U3MEHEHUS HaOII0AANUCh HA (POHE CTATUCTUYECKU 3HAYUMO- MeHa U MeTa00IMIECKIM CUHIPOMOM [27].
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CoBpeMeHHBIIN MOIXOM OIPeNe/sseT MHCYIBT KaK KIMHIYEC-
CKHW CHHIPOM, SIBJISTIOIINIACS B IOAABJISIONIEM OONBIINHCTBE
HepeOparbHBIM OCIOXHEHHEM O0Je3Hel cepala, COCYIOoB,
kpoBu. [ToaTomMy HeyauBUTEIbHO, UyTO BcTpeyaeMocTh HIIC y
MAIMEHTOB B OCTPOM IIEPHOJIE MHCYIbTA MIPEBHIIIAET MOITYIIs-
LMOHHBIE MOKa3aTeau. Tak, B HallleM MCCIeIOBaHUU 3HAUM-
Mmble HJIC BoIsiBIIeHBI Y 88% MAIlMEHTOB, YTO COM3MEPHMO C
pe3yibTaTaMH, MOJTyYeHHBIMU IpyTuMHU aBTopamu [12]. Cpenu
(akTopoB, accoruupymomuxcs ¢ HaauureM HIC, Bexyiyro
POJIb y 00CIIeIOBAHHBIX OOJTBHBIX UTPAI BO3PACT, HATMUUE U
tskecTb Al nnnexc mMaccol Tena (MMT), kypenue u CJ1, 4ro
COTJIacyeTcsl ¢ JTaHHBIMU JIUTEPaTyphl. boiee Tsxemble IbI-
XaTeNbHBIC HApYIIeHUS TaKXe OBUIM COMPSKCHBI ¢ HATMUK-
em @IT [28]. IpyruMu clioBaMM, TIPH OCTPOM MIIEMUYECKOM
MHCYJIBTe (PaKTOPHI PHCKa M KOMOPOWIHBIE COCTOSHUS CHH-
npomMa HJAC uaeHTMYHBI TPaAMLMOHHO paccMaTpHUBaeMbIM
B O0LIEH monmyIsiuu.

B Harrem ncciemoBaHUM MPY KapAUOPECITMPATOPHOM MOHUTO-
pupoBaHuM y Bcex manueHToB ¢ HIC perucrpupoBanuch Ha-
PYLICHUS IBIXaHUST KaK OOCTPYKTUBHOTO, TaK M IIEHTPAJbHO-
ro Tuma. I1o COBOKYITHOCTH KOMMYECTBEHHBIX XapaKTepUCTHK
JbIXaTeNbHbIC PAacCTPOMCTBA Y GosblMHCTBA (87%) GOMBHBIX
HabJII0JaeMOol KOTOPTH OBUTH KJIacCH(PUIMPOBAHBI KaK IIpe-
nmyniectseHHo OA, omHako y 13% maimeHToB ObLIO BBISBIIE-
HO TpenmymiecTBeHHO LA, pacripocTpaHeHHOCTh KOTOPOTO B
MOMYJISLUY B 2 pa3a MeHblie (MeHee 5%) [29]. Kak u3BecTHO,
TaToTeHe3 HapyIIeHWI TbIxaHus 1o Tiiy LA BKTIoyaeT Haps-
Iy C COMaTHIECKOM IATOJIOTHEH, 3a00JIeBaHUAME CepaIa coo-
CTBEHHO HaJMyue MOpaxeHus CTPYKTYp LIEHTPaJIbHON HepB-
HOM CHCTeMBI, 00pa3yIOIINX TaK HA3bIBAEMBIM «IbIXaTeIbHBII
teHTp» [30]. OcHOBHOE 3HAYEHUE B PETYISLINM TbIXaHHS OTBO-
JUTCS KayladbHBIM OTHENaM CTBOJIA MO3Ta — MEXIY CPEIHMU-
MH OTIeaMM MOCTa ¥ TPaHUIICH ITPOIOITOBATOTO M CIIMHHOTO
Mmosra. [lo maHHBIM nuTepatypbl, 1A pa3BuBaeTcs yamie Tpu
MOPaXEHUU CTBOJIA M OCTPOBKOBOI IOJIM TOJIOBHOTO MO3Ta, 1
HMMEHHO C 3TUM CBsi3aHa 6oJiee BhICOKas paclpOCTPaHEHHOCTh
A y nmanueHToB ¢ nHcyasToM [30].

CoracoBaHHas MO3UIIMSI KCCIIEI0BATENIEN COCTOUT B TOM, UTO
H/IC yaiie npeaniecTByoT MHCYJIBTY, OMHAKO MHCYIBT MOXET
CONPOBOXAAThCS YCUIIGHUEM WX TSKECTH MJIM B HEKOTOPBIX
cygasx Be3bBaTh HIC de novo [31—33]. Dra rumoresa moz-
JEPXUBACTCS pE3Y/IbTaTaMU HECKOJIbKMX MCCIEIO0BAHMUIA,
npoaeMoHcTprpoBaBinumu ymeHblneHre HIC mocie octpoii
cTaguy MHCynbTa [32—34]. B Hamem uccnenoBaHUM TakKe Ha-
0J10JaJ10Ch CHUXKEHUE YacTOThl 3Mu30a0B anHod, MAT u UT
qyepe3 3 Hem OT pa3BUTHUSI MHCYNIbTA, TIPH 3TOM YBEIMUYMIACH
noinst 6ombHBIX ¢ MAT Menee 15 wac™! ¢ 41 no 55% (p=0,045).
JluHaMuka 1epeOpaibHbIX M3MEHEHUil, B IEPBYI0 OYepelb
YMEHbILICHHE OTeKa MO3ra, HOpMaau3alus CepaeyHO-Ieroy-
HBIX (DYHKIMI, YKOPOYEHHE BPEMEHM CHA B BBIHYXICHHOM
MACCHMBHOM MOJIOXEHMM JieXa Ha CIIUHE, KYMMPOBaHHUE CO-
MaTHYeCKUX OCJIOXHEHMIA MHCYJIbTa, TAKUX KaK acIUpalioH-
Hasl THEBMOHMSI, HApyILEHUs] PUTMa CepALiA, CYMTAIOTCS OC-
HOBHBIMU Tpeanocbuikamu yMeHbineHuss HAC [33]. OgHako
MOJYEPKHEM, YTO, [0 HAIIUM JaHHBIM, IIO3UTUBHBIE CABUIU
OTMEYEHBl B OTHOIICHUM TpeuMmyiecTBeHHO IIA, Kak U B
uccienoBanuu O. Parra u coast. [32]. B 1o xe Bpemsa HIC
BCJIEACTBUE OOCTPYKLMU ObIXaTeJIbHbIX IyTE€H XapaKTepu3y-
10TCSI CTAaOMIIBHOCTBIO TIPOSIBJIEHUI B TEUSHUE OCTPOTO TIEpH-
0/1a MHCYJIbTA.

B muteparype obcyxmaroTcs pa3IMIHBIE BO3MOXKHBIC MeXa-
HusMbl Biusinusi COAC Ha TeueHMe MHCYNIbTa, KOTOphIE pea-
JIM3YIOTCS Yepe3 HeCTaOMIFHOCTh TEMOIUHAMUKY B BUIE 3Ha-
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VLeMnSECKvii MHCYNIBT 1 HAPYLLUEHVE fibIXaHWs! BO CHe

YUTEIbHBIX KojeOaHmii 1midp Al Bo BpeMs 3MM301a amrHOd
(mombem cuctonuueckoro Al Ha 30—100 MM pT. CT.) ¥ Hapylle-
HUS pATMa Ceplla, a TaKKe yepe3 yeyryoneHne TucOyHKIINT
SHIOTENUS U CHUXXEHUE UYBCTBUTEILHOCTH 0AapOpeLenTopOB.
Bce aT0 acconmupyetcs ¢ yxyaieHneM MO3rOBOTO KPOBOTOKA
[35, 36]. [ToBTOpHBIE 3MM301bI TUITOKCEMUM, aKTUBALIMS TTEpe-
KHUCHOTO OKWCJICHUSI JIMITUIOB, TIOBBILIEHUE YPOBHS TPOBOC-
MAJTUTEIbHBIX MEIUATOPOB MOTYT OKa3bIBATh IOIONHUTEIIH-
HOe HeOJaronpusTHOe BO3NECHCTBUE Ha 30HY MEHYMOpPHI U,
Kak CJIeICTBUE, YCYIYOJIaTh HEBPOIOTHYeCKUA aedumT [36].
DTH U3MEHEHMS aCCOLIMUPYIOTCS ¢ 00JIee TSKEbIM TeUeHUEM
WHCYJIbTA U CHUKEHMEM BOCCTAHOBJIEHUSI HEBPOJIOTMUYECKUX
(ynkumii. B Hamreit rpynme HaOMOACHUS TakXe OTMEYEHO
Xyauiee (YHKIMOHAIbHOE BOCCTAHOBJIECHHE Y IMALMEHTOB C
yMepeHHbIMU ¥ TsekenbiMu HIC.

Jns yorydineHus MPOTHO3a PaHHEro BOCCTAHOBICHUS IIOCTIE
MHCYJBTa ObLTO TpeaioxeHo ucronab3oBaTh CPAP-tepanmio,
OIHAKO NPHMBEPKEHHOCTD €ii KpaiiHe HemoctaTouyHa [12, 16,
37], a Beaymumu pakTopaMyu HU3KOI MPUBEPXKEHHOCTH MaIi-
eHta CPAP-Tepanuu cunTaroTcst pa3inuHble CTENEHU U3MEHe-
HUS CO3HAHWS, KOTHUTUBHBIC HAPYIICHWS, ITOCTHHCYJIETHAS
TpeBOra M JAENpeccHs, BbIpakeHHbIE ABUTATEJIbHbIC Hapylle-
Hud [38]. [lepcrieKTUBHOM aNbTEPHATUBOI B 3TOM OTHOLIEHUU
MpEeNCTaBIseTCS MCIOAb30BaHUE OKCUTeHOTepanuu. PaHee
BBITTOJTHEHHBIE UCCeA0BaHus ¢ yuacTueM nauueHToB ¢ COAC,
nonyyaBux MHCydsauuio O, B HOYHBIE Yachl, TPOIEMOH-
CTPHPOBAJI YMEHBIIICHUE TSKECTH JBIXaTeIbHBIX HapyIICHWIA
(camxenue UAI, UI') u yaydireHne TKaHeBOM OKCUTCHAIMN
[39]. MIpuyem Mo BIMSIHMIO HA HOYHYIO CaTypallMlo OKCHUIe-
MorIoOMHa OKcureHotepanus Obuta comoctaBuMa ¢ CPAP-
TEPANMECH.

JlpyruM HEMHBa3WBHHIM ToaxoAoM K ymeHbineHuio HJIC
SIBJISIETCSl TIO3MIIMOHHASI Tepanus, KOTopasi Hapsiay cO CHU-
KeHueM Beca MeHee 25 kr/m? nmu6o Ha 10% u Goiee, yBe-
JUyeHueM (GU3nMyeckoil aKTMBHOCTH, OTKa30M OT IMpHemMa
QJTKOTOJIST ¥ UCKJTIOUEHNEM CENaTUBHBIX CPEICTB B THEBHOE
BpeMSI OTHOCHUTCSI K BEAYLIMM TOBEICHUSCKUM CTPaTerHsIM
npu kypaiuu nauueHToB ¢ COAC [40]. ObocHOBaHMEM TIO-
3ULIMOHHON TEPaIuu, T.6. ONTUMM3AIMU MOJOXEHUS B II0-
CTENIM BO BPEMS CHa, CIyXHT (hakT CYIIeCTBOBAHUS ITO3MU-
mnoHHOro COAC, KOTOPBIi TIPOSIBISETCS UMEHHO BO BpeMs
CHa B TOPU30HTANIbHOM II0JIOXEHUH Ha CIIMHE U BHISIBIISETCS
y 56% 6o0abHbIX COAC [41—42]. TToka3aHO, 4TO MMOJOXEHKE
Ha CIIMHE MOXET YMEHBIIUTh BEIMYMHY IPOCBETA BEPXHUX
JbIXaTeJbHBIX TyTeil (0COOEHHO — MOMepevyHbli pa3mep),
noatomy mnamueHTaM ¢ COAC pekomeHayeTcs u30eraTh
3TOr0 MOJIOXEHUS] BO BpeMsl cHa. Hambonee mpuemiieMbiM
CYMTAETCS MOJOXEHUE Ha JICBOM OOKY, a TAKXKe MPUITOTHS -
Toe monoxeHue [42]. BaxHo, 4TO MO3UILMOHHAS Tepamnus
conpoBoxnaercs cHuxeHueM MAT u ortiMuaercs BBHICOKOIA
KOMILTaGHTHOCTBIO, KOTOpPasl MPEBHIIIACT MPUBEPKEHHOCTD
CPAP-tepanuu [42].

DPGEeKTUBHOCTh MO3UILIMOHHBIX TMOAXOM0B M OKCUTEHOTEpa-
MUY B OTHOIICHWH PAaHHETO BOCCTAHOBICHUS TIPH UIIeMIUE-
ckoM uHcynbre y 601bpHBIX ¢ COAC paHee He OlLleHMBaNach,
XOTSI B TIOCJIEMHEE BPEeMsT BOIIPOCH PAIIMOHAIBLHOTO MO3UIIH-
OHUPOBaHMS B IOCTeIM 0OJbHOTO ¢ OCTPHIM MHCYJIBTOM Bbl-
3BIBAIOT HAyYHBIN MHTepec. Tak, B ABCTpaJy BBITIONHEHO
mmpokomacinTadbHoe ucciaenoBanne (HeadPoST), B koTopom
MOJIyYeH HeNTpaNbHBIN pe3ynbrar [43, 44]. BnusiHust no3uu-
OHMpPOBaHMS ITAIIMICHTa Ha TeUCHIE 3a00I€BAHUS U pPaHHHE MC-
XOZIbl MHCYJIBTA, BKJII0YAs (PyHKIMOHUPOBaHKe yepe3 90 mHeil,
He BBISBIIEHO, UTO CBS3JIH C BKITIOYEHUEM B UCCIIIOBAHUE OT-
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HOCHUTEIBHO JIETKUX OOJIBHBIX, MMeBIINX olleHKY 1o NIHSS 4
(2; 9) 6annoB. OnHaKo CYObEKTUBHO MALMEHTHI MPEAOYNTAIN
TIPUTIOMHATOE TIONOXKEHIE B TIePBHIC CYTKU 3aboneBaHus. Mc-
CJIEIOBATENN BbICKA3aIM MPEAONOXEHUE, YTO S PEKTUBHBIM
BMEIIATETLCTBO MOXET OBITh Y 00JIee TSXKEbIX OOJBbHBIX, C PU-
CKOM OOCTDPYKIIMM IBIXaTeNbHBIX IMyTeil. UMeHHO Tako# moj-
XO[I ¥ OBUT IPMMEHEH B HallleM MCCIIeI0BaHUN,

Tunotesa coctosia B ToM, YTO MpumoaHsaToe Ha 30° mosoxeHue
00JIbHOTO B MOCTENM B KOMOMHALMY C MHCYDDIIAIME Kucmo-
pola B HOYHbIE Yachl MO3BOJUT YMEHBIIUTh HHIYLIMPOBAHHYIO
HJ/IC rumokceMuIo ¥ TKAHEBYIO TUTIOKCHIO U TEM CaAMBIM YJIyd-
IIMTh HEBPOJOTMYECKOe BOcCTaHOBICHHUE. [lomydeHHBIE pe-
3yJIBTATHI TOKa3aM 3 PEKTHBHOCTH TAHHOTO ITOAX01a. Bmecte
C TeM CliemyeT 00paTUTh BHUMAHKE, YTO COOCTBEHHO TSKECTh
HJIC cymiecTBeHHO He M3MeHUIach U nokasareib MAT B rpym-
max A u b ObII comocTaBiM, KaK MCXOIHO, TaK M Uepe3 3 Hell.
Hexoropoe cHikenne MAT u UT Habromanock B 00enX TpyI-
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nax, Ho B rpynne b Obuto Oosee 3HAYMMBIM, IO-BUAMMOMY,
MMEHHO 3a CUET YMEHbLIEHHUS TUTIOKCUMU.

3akmoyenue

[Tpu nmemuueckom uHcyasre HC, 00ycIoBneHHBIE 00CTPYK-
Vel BepXHUX JBIXaTeIbHBIX MyTel, SIBJISTIOTCS YaCThIM U CTOM-
KHMM HapyIIeHUEM, BBISBIISIOIIUMCS Y OONBITMHCTBA OOJBHBIX.
Pannee ooHapyxeHue u koppekuuss HIC sBnsieTcst BaxHei-
IIAM 3BCHOM IIOCTMHCYJIBTHOM peabmaurtanuy. IlomydeHHBIE
JaHHBIE NEMOHCTPUPYIOT AOMOJHUTENbHOE IIOJOXUTEIHHOE
BIUSTHYE TIO3UIIMOHNPOBAHNS OOJBHOTO C IIPUITOTHATEIM TO-
JIOBHBIM KOHIIOM ¥ MHCY(hGMIIAIINM KUCIOPoaa B HOYHbIE Yachl
Ha BOCCTAHOBJICHHE HEBPOJOTMYECKUX (DYHKIMI y OOJTBHBIX
C UIIEMUYECKAM MHCYJIETOM.

Asmopbi 3aa64510m 06 omcymcmeuu Kongaukma unmepecos.
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OtcyrcrBue H-pedaekca
KaK JOIOJHUTEIbHbINU
HEUPOPU3NOJIOrMIYECCKUI TPUBHAK
PA3BUTUA OCTPOM BOCHAJIUTEIbHON
JTEMUETITUHU3UPYIOLIIEN
[IOJIMHEBPOIIATUMU Y IETEU

B.b. Boiitenkos, A.B. Knumkun, H.B. Ckpumuenko, C.I. I'puropbes, A.1. AkcenoBa
OI'BY «Jlemckuii Hay4Ho-Kaunuveckuii uenmp uHpexyuonnbix boaesnei DedepanvHoeo meduro-ouoaoeuteckoeo azenmemsas, Cankm-Ilemepbype, Poccus

Beedenue. Pannss duaerocmuka ocmpoii eocnasumensroii demuenurusupyroujeii nosuresponamuu (OBIII) npunyunuansho eajcna 015 c80e8peMeHHO0
HasHavenus mepanuu. [lpumensemvie cmandapmHble MemoOUKY 31eKmpo@u3u0A0UHeckoll OUasHOCMUKY HA PAHHUX CMAOUAX PA3GUMUS COCMOAHUSA He 001ada-
10 00CMAMOYHOI 4yBCMBUMEABHOCBIO.

Ileavto pabomoi s6usoce usy4erue npueodHocmu uccaedosaus H-peguexca 8 Kauecmee uncmpymenma parneii duaevocmuku 3aonesanus y demeii ¢ OBIIIL
Mamepua.vt u memoovt. Q6caedosaro 57 demeii: 20 300posvix (7—14 aem, cpednuii sozpacm 12 aem) u 37 nayuernmos (8—13 aem, cpeonuii eospacm 11 aem) ¢ duae-
Hozom OBAIIL Inexmporetipomuoepaus (PHMT) nposodunace na 3—7-ii Onu om nossaenus nepasix cumnmomos. OUueHusacy ckopochs npoedeHUs UmMnyabca
1O MOMOPHBIM 6040KHAM, amnaumyda M-omeemos ¢ nn. tibialis, ulnaris ¥ medianus, samenmrocmos u nopoe M-omeema u H-pegexca ¢ m. soleus.
Pesyavmamut. JJocmoseprbix pazauuuil no nokasamensm amnaumyo MOMOPHbIX 0MBemos U CKOPOCHU HPOBEOeHUs UMIYAbCA MeNCOy 2PYRNAMU 3apeUcmpuposa-
Ho He 0bl10, moeda Kax pesudyanshas aamenmtocms M-omeema Obina docmosepro Goaviue 6 epynne OBIIL Y auy u3 epynnvt kowmpoas H-pegaexc peaucmpu-
posancs 6 100% cayuaes, moeda kax ¢ epynne OBIII H-pepnexc 3apeaucmpuposan auwv y 2 nayuermos (5,4%). Y o6oux ykazanuvix nayuenmos uccaedogatie
1poBoouUA0Ch 8 HAUOOAee PaHHUe CPOKU (3-U CYM 0N MOMEHMA PA3GUMIUS NEPBbIX CUMNIOMOB) cpedl Bcell UcCAe008aHHOI pYRAbL.

Buisoowt. [Ipu OB, passusarowseiics y demetl, Ha 3—7-e cym ¢ MovMerma paseumus nepsbix cumnmomos H-pegerc omcymemeyem ¢ 94,6% cayuaes. Heeaedo-
earue H-peqhnexca na panneii cmaduu pazsumus OBAII y demeii modicem npumenambcs Kax 00noAHumenbHbLil Kpumeputi OuazHOCUKY 3a001e6aHUS.

KnoueBble cioBa: ocmpas 60cnansumenvias 0emuesuHu3UpyIouds noauHesponamus, snekmponetipomuoepagus, H-pegaexc, nayuenmot
demckoeo go3pacma.

Hns muruposanus: Boiitenkos B.b., Knumkun A.B., Ckpumyenko H.B. u np. OtcyrctBue H-pediiekca kak 10MoJHUTENbHBIN Helipo-
(bM3MOTOrMIECKIIA TPU3HAK PA3BUTHSI OCTPO BOCITANUTEIBHOM AeMUSTMHU3MPYIOLIEH TIOMMHEBPOIIATUH Y IeTei. AHHAJIBI KITMHUYE-
CKOM U 3KcniepuMeHTanbHOI HeBposoruu. 2017; 11(2): 15-21.

DOI: 10.18454/ACEN.2017.2.2

The lack of H-reflex as an additional neurophysiological
sign of development of acute inflammatory
demyelinating polyneuropathy in children

Vladislav B. Yoitenkov, Andrey V. Klimkin, Natal’ya V. Skripchenko, Stepan G. Grigor’ev, Anastasiya I. Aksenova
Pediatric Research and Clinical Center for Infectious Diseases, ul. Prof. Popova 9, St. Petersburg, Russia

Introduction. Early diagnosis of acute inflammatory demyelinating polyneuropathy (AIDP) is of fundamental importance for the timely prescription of therapy.
The conventionally used techniques of electrophysiological diagnosis are not sensitive enough at early stages of development of the condition.

The objective of this work was to assess the applicability of studying H-reflex as a tool for early diagnosis of AIDP in children.

Materials and methods. SA total of 57 children were examined: 20 healthy children (range: 7—14 years; mean age 12 years) and 37 patients diagnosed with
AIDP (range: 8-13 years; mean age 11 years). Electroneuromyography (ENMG) was performed on day 3—7 after the first symptoms had emerged. The velocity of
impulse conduction along motor fibers, the amplitude of M responses during stimulation of nn. tibialis, ulnaris and medianus, as well as latency and threshold
of M response and H-reflex during stimulation of m. soleus, was evaluated.

Results. No significant intergroup differences in amplitudes of motor responses and the velocity of impulse conduction were recorded, while the residual latency
of M-response was significantly higher in the AIDP group. In individuals in the control group, the H-reflex was recorded in 100% of cases, while being recorded
only in 2 (5.4%) patients in the AIDP group. In both patients, examination was performed as early as possible (day 3) after the onset of the first symptoms among
the entire group examined.

15



Tom 11 Ne 22017

www.annaly-nevrologii.com

Conclusions. In pediatric patients with AIDP, which develops on day 3—7 after the onset of the first symptoms, no H-reflex was recorded in 94.6% of cases.
Investigation of the H-reflex at the early stage of AIDP in children can be used as an additional criterion for diagnosing the disease.

Keywords: acute inflammatory demyelinating polyneuropathy, electroneuromyography, H-reflex, pediatric patients.

For citation: Voitenkov V.B., Klimkin A.V., Skripchenko N.V. et al. [The lack of H-reflex as an additional neurophysiological sign of
development of acute inflammatory demyelinating polyneuropathy in children]. Annals of Clinical and Experimental Neurology. 2017;

11(2): 15-21. (In Russ.)
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Beenenne

OcTpast BoCHaIUTENbHAS NEMUETMHU3UPYIOIIAs TTOJUHEBPO-
natusi (OBIII) — uMmyHOONOCpENOBaHHOE MATOJIOTHYECKOE
COCTOSIHME, XapaKTepu3ylolleecsl pa3pyllleHMEM MUETUHO-
BbIX 000JIOYEK C Pa3BUTHEM CHHAPOMA MOJMHEeBponatuu [1].
Benenctsue HapyiieHus: HOPMalbHOTO (BDYHKIIMIOHUPOBAHUSI
nepudepruyeckrx HEPBOB Pa3BUBAETCS PSIIl XapaKTePHbIX (e-
HOMEHOB, TAKUX KaK BbIPaXEHHAs MATONOTMYECKas PE3UCTEHT-
HOCTb K MILIEMUYECKOMY BO3ACHCTBUIO [2].

Pannss nuarnoctrka OBJITT npuHLMIIMANIbHO BaxKHa AJIsI CBOE-
BPEMEHHOTO Ha3HAYeHWS WHTCHCUBHOM Teparmu. KimHnde-
CKUIi HEBPOJOTMYECKUI OCMOTpP Ha PaHHUX CTAmusIX ObIBaeT
HEeI0CTaTOUHO MH(OpPMATUBEH, B 0COOEHHOCTH Y AeTeid. B Heli-
POGU3MOIOTNYECKOM TUATHOCTHKE TIONMHEBPOIATUI ITpUMe-
HseTCs MeToanKa anekTpoHeiipomuorpadpuu (OHMTI). B paH-
HeM neprofe (epBeie 5S—7 cyt) OBII mpoBeaeHe 10 HepBaM
1 €r0 OCHOBHBIE 3JEKTPO(DU3M0I0rMIECKOe TapaMeTphl, TAKUE
KaK JUIMTEIbHOCTh M-0TBETa U CKOPOCTb MPOBEAECHUS UMITYJIb-
ca (CIIM), MoryT 1O0CTOBEpHO HE OTJMYAThCA OT HOPMHI [3].

Opnum 13 nokazareneit DHMI, paHo pearupyiomum Ha pas-
JIMYHBIC M3MEHEHMS TIPOBEACHUS 10 TMeprdepuuecKuM He-
pBaM, SBJIETCS HeWpO(U3MOIOTMYECKUI aHANIOr axWIoBa
pedaekca — H-pedrekc [4]. DToT mapameTp OTHOCUTCS K py-

Ta6mma 1. M3menenns H-pedexca npu OBJIII mo 1aHHbIM pa3HbIX aBTOPOB

My6nukaums lpynna
Sudulagunta et al., 2015 B3pOC/bie
Yeetal., 2010 B3pOC/ble
Vucic et al., 2004 B3pOC/ble
Baraba et al., 2011 B3pOC/ble
Gordon, Wilbourn, 2001 B3pOC/ble
Sunetal., 2015 et

Dachy et al., 2010 Jetn

Cpoku uccnepoBanusi (cyr)

TUHHO OLIEHMBAEMbIM MPU TPOBeeHUM KauHUYeckoit DHMI.
B psame mybmukanuii, mocesimienHsix OBJIII, mpu mompo06-
HOM PacCMOTPEHWH TTOKa3aTesieil aMILIUTYIbl U JTATeHTHOCTU
M-otBeta, F-BOMHBI, CEHCOPHBIX ITOTCHIIMATIOB IEHCTBHUA,
BOIIPOC Haau4Ms Jubo oTcyrctBus H-pedrekca He ocBemna-
etcst [5, 6]. B KiMHMYECKUX peKOMEHIAIMAX MO IMarHOCTHKE
n neyeHnto cuHapoma luiieHa-bappe orcyrerBue H-pedrekca
paccMmaTpuBaeTcsl Kak IMarHOCTUYECKUI KPUTEPHiA TOJBKO OT-
HocuTebHO cuHapoMa Musnepa—®uiepa [7]. Bo B3pocioii
nonysauy orcyrctere H-pediekca omucano y 90% nmaumeH-
toB ¢ OBJIIT [8]; mo mpyrM maHHBIM, OTKJIOHEHME MoKa3aTe-
neit H-pecdexca oT HOpMBI Y B3pOCIBIX HAOIIOMAETCS TOJIBKO
y 62% GonbHbIX [9]. ToTanbHOE OTCYTCTBUE JaHHOTO pediiekca
y B3pOCIIBIX MALIMEHTOB, 00CIeI0BaHHBIX B TeueHue 10 maHei ¢
MOMEHTA Pa3BUTHS TIEPBBIX CUMITOMOB, OTMCHIBAETCS B pa-
oote S. Vucic et al. [10]. I[To maHHBIM psia IPYrUX aBTOPOB, Y
B3pocibix nmanueHToB ¢ OBIIT H-pednekc orcyTcTByeT mpu
MCCIIENOBAHUY B TIepBble 7—12 CYT ¢ MOMEHTA Pa3BUTHS CHM-
ntoMoB B 90—97% cnyuaes [11, 12]. I1pu 3ToM y aeTeii B cxon-
Hble cpoku uccienoBanus (7—10 cyT) omuchIBaeTCS TONBKO
JOCTOBEPHOE YIIMHEHWE NaTeHTHocT H-pednekca, HO He
ero orcyrctue [13]. B ogHOM U3 uccen0BaHUI OTCYTCTBUE
H-pednexca Ha 3-u cyT mocne Havana pa3BUTHS CUMIITOMOB
OBJIIT Habmoganoch y Bcex TpOouX 00cae10BaHHBIX AeTel [14].
Namenenns H-pednexca mpu OB/ mo taHHEIM JTMTEPaTyphI
CYMMUpPOBaHHI B Ta0J1. 1.

W3meHenuns H-pednekca

7-20 orcytctaume B 90%

7-20 OTKJIOHEHWE OT HOPMbI B 62%
10 orcytcteve B 100%
12 orcytcTeme B 90%
7 orcytcteue B 97%
7 yaauHenue narentHoctn B 100%
3 orcyrcreve B 100%

Table 1. Changes in the H-reflex in AIDP patients according to the data of different authors

Article Group
Sudulagunta et al., 2015 adults
Yeetal., 2010 adults
Vucic et al., 2004 adults
Baraba et al., 2011 adults
Gordon, Wilbourn, 2001 adults
Sunetal., 2015 children

Dachy et al., 2010 children

Terms of study (days) Changes in the H-reflex
7-20 Absence in 90%
7-20 Abnormality in 62%
10 Absence in 100%
12 Absence in 90%
7 Absence in 97%
7 Increased latency in 100%
3 Absence in 100%



OPUIMHANIbHBIE CTATBU. Knuknyeckas Heponorus

TakuM 06pa3oM, HECMOTPSI Ha TO, YTO B OOJILIIMHCTBE MTyOJIN-
Kaluii OTCyTCTBUE MO0 U3MeHeHMe apameTpoB H-pediekca
paccMarpuBaeTcs Kak paHHui mpu3Hak Hammausg OBJII, wer
€IMHCTBAa MHEHUIA 0 YacTOTe 3TOr0 HapyIueHus. JIIb oTaeb-
Hble MyOIMKaLMK TOCBSILEHBI YaCTOTE BCTPEYaEMOCTH JaHHO-
ro (heHOMEHa y JeTeid.

Ieapio paboThl SIBUJIOCH M3YYEHUE MPUTOJHOCTU UCCJIEN0BA-
Hus H-pednexca B kKauecTBe MHCTpyMEHTA paHHEH IUaTHOCTH -
ku OB/IIy nereii.

MarepuaJibl ¥ METO/IbI

Bcero nposeneHo oocienoBanue 57 neteil. JIBaguaTh HEBPOJIO-
TUYeCKH 3T0pOBBIX neTeil (7—14 net, cpemHuii Bospact 12 1er,
7 neBoyeK, 13 MaabuMKOB) ObLIM BKJIIOUEHBI B COCTAB IPYIIIbI
cpaBHenust. Jlanusie 37 manueHtoB (8—13 net, cpenHuii Bo3-
pact 11 net, 19 ManbyuKoB, 18 neBoYEK) C MOATBEPXKACHHBIM
nuarHozoM OBIII cocraBuiv OCHOBHYIO rpymmy. IuarHos
OBJIT craBumicst Mcxond U3 TUIMMYHON KIMHUYECKOM KapTu-
HbI, JaHHBIX aHAMHe3a U HEUPO(DU3NOTOTUYECKUX KPUTEPHUEB
nipu moBTopHBIX DHMI [15], mpoBoAMBIIUXCS B IEPUOIE Pa3-
BUTHS 3a001eBaHMs (Ha 7-€ U 14-¢ CyT OT MOSBICHMS TIEPBBIX
kas100). KirHuvecku B JaHHOM rpyIine Hanboiee pacpocTpa-
HEHHBIM IIePBBbIM IIPOSIBICHEM 3a00J1€BaHNUS ObLila MbILIIEYHAS
€1a60oCTh B KOHEYHOCTSX (35 manueHToB, 95%) ¢ pasTnyHBIMU
IO CTETICHH Tape3aMy B pyKax 1 Horax. Takxke y OONbIIMHCTBA
JeTell HaOMIofaI0Ch OLIYIIEHNE OHEMEHMS M MapecTe3uu Mo
nonuHeBponaruyeckomy timy (30 mereit, 83%). Peructpupo-
BaJIMCh TakXKe CHUMITOMBI pa3apaxkeHus: Helipomaruyeckast
00JTb M CUMITTOMBI HATSKEHUST HEPBHBIX CTBOJIOB. BereraTus-
Hble HapyLIeHWs1 perucTpupoBanuch y 27 mauueHToB (72%)
W TIPOSIBJISUIUCH apTepUaNbHON TUITOTOHMEW, aKpOIMaHO30M
1 TUTIEPTHAPO30M.

Orcyrcraue H-pednekca npu OBLM y nereit

IMeppag DHMI mpoBomgunack Ha 3—7-if JHU OT MOSIBICHUS
MePBBIX CUMIITOMOB MOJMHEBPONAaTUYECKOrO CUHApoMa. Mc-
cliefloBaHKe TPOBOIMIOCH 110 CTaHAAPTHOI mpoueaype [16].
CIIU, pe3unyanbHas 1aTeHTHOCTb, aMIUTUTYyAa M-0TBETOB pe-
TUCTPUPOBAIINCE IS nin. tibialis, ulnaris, medianus. H-pednexc
perucTpupoBaics ¢ m. soleus. OLUEHUBANUCH JTATCHTHOCTb U
nopor Bo3HUKHOBeHUsT M-oTBeta u H-pednexca. Inutennb-
HOCTH UMITYJIbca — 1,0 MC; O0bIIast IIUTETBHOCTD UMITYJIbCA
He MpHUMEHsIach, Tak KaK B 3TOM CJyyae 3HAaUUTENbHO YBe-
JIMYMBAETCS apTedakT OT pa3fpakalomiero CTUMya, KOTOPbIi
neopMUpyeT HYJACBYIO JTMHUIO MEXIY OKOHUYAHUEM pas3mpa-
KAIOIIEr0 CTUMYJIa U HavyajioM DPEeTMCTPUPYEMOTO CHUTHaa.
MHTeHCHMBHOCTD pa3apakeHus peryaupoBaiach 1Mo Cuie ToKa
(o1 0,1 1o 100 MA). UccrenoBaHust TPOBOAMIUCH HA JIEKTPO-
Heiipomuorpade «Heitpo-MBII» (komnanms «Heiipocodr»,
MBanoBo, Poccus).

IMonyyeHHBbIe pe3ynbTaThl CPaBHUBAIKCh MEXIY TpyIa-
M. CTaTHCTUYECKMI aHaIN3 IIPOBOAMICS C IMTOMOIIBIO IMa-
keta mporpaMMm STATISTICA ana Windows. [Ins oueHku
JeMorpaduueckKuX TOKa3aTeIeil TPy MCIIONb30BaINCh
omucaTeabHble CTATUCTHYECKHE METOAMKHU. [l OLEHKH
JOCTOBEPHOCTH pa3NuUsl HOPMAaJbHO pacrpeleeHHBIX
KOJIMYECTBEHHBIX ITOKa3aTeliell MpUMEHSICS t-KPUTEPHid
CreiogeHTa. OLeHKA 3HAYMMOCTHM Pa3NUYUs OTHOCUTE]b-
HbIX BEJMYUH OLIEHMBAJTACh C MCIOJb30BAHUEM MONPABKU
Ueiitca.

Pesyabrarst

[Mokazarenu, momydeHHbie ipu niposeaeHu SHMI, mpusesne-
HBI B Ta01. 2. Kak MOXHO BUAETD, 110 AMILTUTY/E TUCTATbHOTO
M-oTBeTa ¥ CKOPOCTH TPOBEACHMS UMITYJIbCa MEXIy IpyIa-
MM TOCTOBEPHBIX PA3IMUMii HE HAOMIONANOCH.

Tabmnma 2. AMIUTATYIBI TUCTATBHBIX M-0TBETOB M CKOPOCTH MPOBEIEHHS MMITYJILCA 10 MOTOPHBIM BOJIOKHAM HCCJIEOBAHHBIX HepBoB Yy neteii ¢ OBJIIT

¥ B [PyIIe CPABHEHHS

Amnnutypa Amnnutyaa

auctanbHoro M-oteeta pguctanbHoro M-oteeta
m. abductor

m. abductor
pollicis brevis
npu ctTumynauuun

digiti minimi
npy CTUMYNSILMK

Amnantyaa

auctanbHoro M-otBeta cnu cnu cnu
m. abductor hallucis n. ulnaris, n. medianus, n. tibialis,

npy CTUMYN|LUK Mm/c M/c Mm/c
n. tibialis, mB

n. ulnaris, mB n. medianus, mB

oBAan 3,3+2,5 3,6+1,9

['pynna cpasHeHus 5,8+2,81 7,115

3,7£3,3 44,0£11,5 51,3+8,7 42,047

5,4+1,6 59,2+4,13 56,4+1,9 48,1+1,7

Table 2. The amplitude of distal M-responses and the velocity of impulse conduction (VIC) on the motor fibers of the investigated nerves in children with

AIDP and in the comparison group

Amplitude of distal
M-response

Amplitude of distal
M-response

m. abductor digiti
minimi with stimulation brevis with stimulation

n. ulnaris, mV n. medianus, mV

Amplitude of distal

M-response ViC vViC ViC

m. abductor pollicis m. abductor hallucis n. ulnaris, n. medianus, n. tibialis,

with stimulation m/s m/s m/s
n. tibialis, mV

AIDP 3,3£2,5 3,6+1,9

Comparison group 5,8+2,81 71£1,5

3,7£3,3 44,0+11,5 51,3+8,7 42,0+4,7

54+1,6 59,2+4,13 56,4+1,9 48,1+1,7
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Tabmuma 3. Pe3umyaibHbie JaTeHTHOCTH M-0TBETOB NPH PETUCTPAIMH C HCcaexyeMbIx HepoB y aeteii ¢ OBJIII u B rpynme cpaBHeHHs

Pe3upyanbHasi naTeHTHOCTb Pe3upyanbHas naTeHTHOCTb PeanaVanbHas NaTEHTHOCTL
M-otBeta m. abductor digiti M-otBeta m. abductor pollicis Ay .
. . M-otBeTta m. abductor hallucis
minimi npu cTumynsuun brevis npu ctumynsauun s e
; ; npu ctumynsauum n. tibialis, mc
n. ulnaris, mc n. medianus, mc

oBAan 3,525 5,5%3,0 54+2,6
Ipynna cpasHeHus 1,7+0,61 2,1+0,49 2,4+0,71

Table 3. Residual latencies of M-responses recorded from the investigated nerves in children with AIDP and in the comparison group

Residual latency of M-response Residual latency of M-response Residual latency of M-response
m. abductor digiti minimi m. abductor pollicis brevis m. abductor hallucis with
with stimulation n. ulnaris, ms with stimulation n. medianus, ms stimulation n. tibialis, ms
AIDP 3,5£2,5 5,5£3,0 5,4+2,6
Comparison group 1,70,61 2,1+0,49 2,4+0,71

Taoauua 4. DnexTpodu3noornyecKue MOKa3aTe/n Npu CTAaHAAPTHOM HcciaenoBannu y nauuentos ¢ OBII B ocTpom neprose u mepuoje paHHeii
PEKOHBAIECHEHITHH

NapameTps B octpom rhlne:sv’lgne oBan, Mepuop, pal:)ugnﬁ r:),enl;o:sssnecueuuuu p

n. ulnaris, sM-otset, MB 3,3£1,9 6,8+2,8 p<0,05
n. medianus, sM-otBeT, MB 3,6£1,9 1,725 p<0,05
n. peroneus prof., aAM-otBeT, MB 1,414 1,7¢1,2 p>0,05
n. tibialis, sM-otBeT, MB 3,7£3,3 4,423 p>0,05
n. ulnaris, CMA motopHas, m/c 44,0£11,5 41,2495 p>0,05
n. medianus, CIMW moTopHasi, M/C 51,3+8,7 48,7+2,8 p>0,05
n. peroneus, prof C[1 MoTopHasi, M/c 42,775 44,9457 p>0,05
n. tibialis, C[M motopHasi, m/c 42,0+4,7 43,9+3,8 p>0,05
n. ulnaris, PJ1*, mc 3,5+¢2,5 2,8+1,1 p>0,05
n. medianus, PJ1, mc 5,5£3,0 5,0£1,9 p>0,05
n. tibialis, PN, mc 5,4+2,6 4,1+0,8 p>0,05
n. ulnaris, S-oteet, MkB 2,420 2,4+1,3 p>0,05
n. medianus, S-otBeT, MKB 2,7£2,6 3,429 p>0,05
n. radialis, S-otBeT, MkB 8,8+8,0 6,4+2,7 p>0,05
n. peroneus sup., S-oteeT, MkB 3,427 2,220 p>0,05
n. suralis, S-oteet, MkB 8,5+7,5 8,9+8,4 p>0,05
n. ulnaris, CIU cexcopHas, m/c 46,9+6,1 39,4+10,2 p>0,05
n. medianus, CIA ceHcopHas, m/c 48,9+7,9 42,5+55 p>0,05
n. radialis, C[M ceHcopHas, M/c 56,310 52,8+9,8 p>0,05
n. peroneus sup., CMW ceHcopHasi, M/c 43,3+6,5 36,2+9,4 p>0,05
n. suralis, CINW cexcopHas, m/c 45,5+9,6 39,454 p>0,05
H-pednexc, % 5,4+2,3 7,8+2,2 p<0,05

Mpumeyatue: *PJ1 — peanpyanbHas NaTeHTHOCTb.
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Table 4. Electrophysiological parameters in a standard study in patients with AIDP in the acute period and period of early convalescence

Parameters M=SD

In the acute period of AIDP,

n. ulnaris, dM-response, mV 3,319
n. medianus, dM-response, mV 3,6+1,9
n. peroneus prof., dM-response, mV 1,4£1,4
n. tibialis, dM-response, mV 3,7+3,3
n. ulnaris, VIC motor, m/s 44,0£11,5
n. medianus, VIC motor, m/s 51,3+8,7
n. peroneus, prof VIC motor, m/s 42,7£7,5
n. tibialis, VIC motor, m/s 42,0+4,7
n. ulnaris, RL*, mMc 3,525
n. medianus, RL, mc 5,5+3,0
n. tibialis, RL, mc 5,4+2,6
n. ulnaris, S-response, pV 2,420
n. medianus, S-response, PV 2,726
n. radialis, S-response, LV 8,8+8,0
n. peroneus sup., S-response, pV 3,427
n. suralis, S-response, pV 8,5+7,5
n. ulnaris, VIC sensory, m/s 46,9+6,1
n. medianus, VIC sensory, m/s 43,9+7,9
n. radialis, VIC sensory, m/s 56,3+10
n. peroneus sup., VIC sensory, m/s 43,3+6,5
n. suralis, VIC sensory, m/s 45,5+9,6
H-reflex, % 54+2,3

Note: *RL - residual latency

JlaHHBIE O pe3UAyaJbHOM JIATEHTHOCTM B COTMOCTABIISIEMBIX
rpymnmnax npuseneHsl B Tabn. 3. [To mokasareno pe3uayaabHOM
nateHTHocTH B rpymre aeteit ¢ OB/IT otmMevanuch HapylieHus
HEBPAJIBHO! MTPOBOIMMOCTH TI0 TEPMUHAJISIM IBUTATCIHHBIX aK-
COHOB B BHJE €€ IIOBBIIIEHKS >3 MC I10 JIOKTEBOMY HEPBY — B
27% (n=10) ciy4aes, mo cpexuHHOMY HepBy — B 100% (n=37)
CIIy4aeB, 1o 0obIIeOepLIoBoMy HepBY — B 77% (n=28) ciyyaes.

DOHMTI -pe3ynbraThl, ONTYyYeHHBIE B OCTPBIN IEPUO, Y BCEX Ta-
nuenToB ¢ OBJII, uMenn mepBUYHO HeMUETUHUIUPYIOIIUI
XapakKTep MOpaXkeHus MO TOJMHEBPOIIATMYECKOMY THITY W CO-
[JIACOBBIBAIUCH C 3NMEKTPODU3UONOTUYECKIMU KPUTEPUSIMU
OBIIT [15]. Tak, oTMeyanuch HapyIIeHs HEBPATBLHOU TIPOBO-
JUMOCTH O TEPMUHAJSIM IBUTATEIbHBIX aKCOHOB B BUIE IMO-
BBIIIEHUS PE3UAYabHON TATEHTHOCTH (CM. BBIILIE), & B OCTPOM
neprone OBJ/IIl Ha mucTambHBIX yYacTKax mepudepruyecKux
HEepBOB (IPeAILIeYbe, TOJeHb) HEBpabHAS MPOBOIUMOCTD I10
JIBUTATEIbHBIM BOJIOKHAM TakKe MMeNTa M3MEHEHUST IEMUETTH -
HU3MpYIOLIETo XapakTepa B Bujie cHikeHust CITY mo okteBo-
My (75% cnydaes), cpenuHHOMY (62% crydaeB), MaioOepiIOBO-
My (45% ciydaeB) U 6osbLebepLoBoMY (39% ciiydaeB) HEpBaM.
CpenHee CHUXKEHME M CTaHOapTHOe OTKIOHeHue (MzSD)

19

Period of early convalescence AIDP,
M=SD
6,8+2,8 p<0,05
7,7£2,5 p<0,05
1,7+1,2 p>0,05
4,4+23 p>0,05
41,2+9,5 p>0,05
48,7+2,8 p>0,05
44,9457 p>0,05
43,9+3,8 p>0,05
2,8+1,1 p>0,05
5,0+1,9 p>0,05
4,1%0,8 p>0,05
2,4+1,3 p>0,05
3,4+2,9 p>0,05
6,4+2,7 p>0,05
2,2+2,0 p>0,05
8,9+8,4 p>0,05
39,4+10,2 p>0,05
42,5455 p>0,05
52,8+9,8 p>0,05
36,2+9,4 p>0,05
39,4+5,4 p>0,05
7,84+2,2 p<0,05

CIIN no aBurateabHbIM BOJIOKHAM MepU(pepruuecKrx HEPBOB
B OCTPOM M Iieprofe paHHeii pekonsanecteHu OBIIT mpen-
CTaBJIEHBI B Ta0J1. 4.

CHixeHne nM-oTBeTa HIKe HYKHEM TpaHWIIBI HOPMBI Ha-
0/10a/10Ch TPU KCCIeJOBaHUU JIOKTEBOrO HepBa B 85% ciiy-
yaeB, CPeIMHHOro HepBa — B 92% ciyyaeB, Majao0epLOBOIO
HepBa — B 84% ciyuaes, 60/1ble6ep1ioBOro Hepsa — B 87% ci1y-
yaeB. 3HAUMTENBHOE CHIDKEHME aKCOHAJIbHOM BO30YIMMOCTH
YYBCTBUTE/ILHBIX BOJIOKOH MEpU(EPUYECKIX HEPBOB BILIOTh J0
OTCYTCTBHUSI PETMCTPALIUK S-OTBETOB OTMEYanoch B 39% ciyya-
€B MU CTUMYJISILIUK JIOKTEBOrO HepBa, B 22% ciy4aeB — Mpu
CTUMY/ISILMKA CPEIMHHOIO HepBa, B 28% ciyyaeB — MpU CTU-
MYJISILMM JIy9eBOTO HepBa, B 33% ciydaeB — IpU CTUMYJISILIMA
MOBEPXHOCTHOTO Maji00epIIOBOTO HepBa, B 24% ciyyaeB — MpH
CTUMYJISILIUM MKPOHOXKHOIO HepBa.

Cpenut 9yBCTBUTENTBHBIX BOJIOKOH, MMEBIINX COXPAHHYIO JICK-
TpoBO30yAUMOCTb B ocTpoM nepuoae OB/ Ha muctambHBIX
yJacTKax (Tpemrvieuybe, TOJIeHb) IepupeprmIecKuX HEPBOB,
HeBpaJlbHasl MPOBOIMMOCTb MMeJa M3MEHEHHUS AEMMETMHMU-
3upyloliero xapakrtepa B Buae cHuxeHust CITH mo jokteBomy
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Puc. 1. Tammunsie usmenennst H-pednexca y nammentku 13 ner ¢ OB/III,
6-e CyT OT pasBuTHSI Te Ble CI/lMl'lTOMOB IMapamerpst H-pedpiexca:

M-otBer — 2,3 MB, H/
Fig. 1 i;plcal changes in H-reflex in a 13-year-old female patient
with AIDP on day 6 -reflex

since the first s Nylfmptoms had emerged.
parameters: M-response, 2.3 mV; H/M ratio, 0%

HepBy B 45% ciydaes, 10 CPEIMHHOMY HepBY — B 56% ciyua-
€B, 110 JIy4eBOMY HepBY — B 34% ciiydyaeB, 110 IIOBEPXHOCTHOMY
Mano0eplIoBOMy HepBY — B 17% cilydaeB, 10 UKPOHOXHOMY
HepBy — B 17% ciyyaes.

B rpymme xouTposnst H-pedexc perucrpuposaics B 100% ciy-
yaeB. Cpennee cootHomeHue H/M cocrasnsio 43,5+15,6%,
MOPOT BOSHUKHOBeHUST M-oTBeTa — 2618,0 MA, cpenHuii mo-
por Bo3HuKHOBeHUs H-pediekca — 5,212.5 MA, cpemHsas
nateHTHOCTh H-pedpmexca — 26,3£3,4 mc. B rpynme OBIII
H-peduexc 3apernctpupoBaH auiib y 2 nauueHTos (5,4%), ero
JlaTeHTHOCTb cocTtapisia 39 mc u 41 mc. ITopor H-pednekca
coctaBisl 15 MA 1 17 MA. Y 000MX TalleHTOB MCCIIEA0OBAHNE
MIPOBOAMIIOCH B CaMble paHHUE CPOKU (3-U CYT OT MOMEHTA pa3-
BUTHS TIEPBBIX CIMIITOMOB) CPEIM BCEI MCCIIeIOBAHHOM TPYII-
nbl. [To faHHBIM MeTOA OLIEHKN 3HAUMMOCTU OTHOCUTEIBHBIX
BeJIMYMH C TTONpaBKoii MeiiTca, pasmuuus MeXIy IpyriaMu
KoHTpoysI M mpetbMu ¢ OBIII 6putM JOCTOBepHBIMU. THITIY-
Hbie uameHeHust SHMI B rpynne OBJIIT (rmosiHoe oTcyTcTBUE
H-pednekca, cHIkeHNe aMIDIATYIBI M-0TBeTa) TpeacTaBie-
HBI Ha puc. 1.
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8721-2009-5-2-10-15.

7. Tyces E.W., Text A.B. KnmuHuueckue peKOMEHIAUY M0 TUarHOCTUKE U Jiede-
Huto cunapoma [uiiena-bappe. M., 2014. 24 c.
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O0cyxneHue

Kak MOXHO BUIETh M3 TOJNYYECHHBIX HaMU JAHHBIX, MEXIY
rpynnamMy HabaoaaIuch JOCTOBEPHBIE PA3IMYKs 10 TIoKa3aTe-
Jto Hanmuus oo orcyretust H-pedaekca. V nereit ¢ OBJIT
OH otcyTcTBoBal B 94,6% ciydyaeB. B Tex e AByX ciydasix,
Korna H-pednekc ObT coxpaHeH, ero JJAaTeHTHOCTH ObLIM 3Ha-
YUTEILHO YIUVIMHEHBI W TMOPOT BO3HUKHOBEHMS 3HAUMTENHHO
TIOBBILIEH. DTO MOXET OTPaXaTh JSMHUEIMHU3UPYIOLIEE IMO-
paxeHue ¢ 3aMeIICHHEM U JUCIEPCUEil IPOBEIEeHKs 10 MO-
TOPHBIM IYTSM, Pa3BMBAIOIIECECS Ha PaHHUX CTAAUsIX TaHHOM
(OpMBI TIOJIMHEBPOTATHH.

CoxpaHHocTbh H-pediekca ToJbKo y feTei, TpOXOIUBILUX UC-
clleloBaHNE B HauOoJee PaHHUI CPOK OT Pa3BUTHSI CUMIITO-
MOB, U MIOJTHOE €70 MCUE3HOBEHUE Y BCEX OCTANBHBIX YKA3bIBAET
Ha To, 4TO MaHHbIi mapamerp DHMI panbie Bcero pearupy-
eT Ha JeMUENMHU3MpPYIollee TOopaxeHue meprudepruyeckux
HEPBOB.

[TomyyeHHble HAMM JaHHBIE COOTBETCTBYIOT pe3yJbTaTaM
B. Dachy et al. [14] m He TOITBEPXKIAIOT OMKCBHIBAEMOE
R.D. Sun et al. [13] coxpanenue H-pecdrekca y neteit Ha
7-e cyT or pasButusg mnepBbix cumnromoB OBJII. MoxHo
MpenrnoaraTh, 4YTo B UCCICA0BAHMM TIOCTEIHMX aBTOPOB ObLIH
BKJTIOUCHHI TaHHBIE IeTeH ¢ IPYTMMU (hopMaMul ciHIpoMa [irii-
eHa—bappe, momumo coberBenno OBJII. B cBoeit MoHOrpa-
¢unm H.B. Ckpunuenko u B.H. Komanues [15] yka3biBaloT, 4To
B IUTEPAType €CTh JIUIIh CAMHUIHBIC PA0OTHI, CBUICTEIBCTBY-
IolllMe O TOM, YTO ucue3HoBeHue H-pediiexca siBisgeTcs on-
HUM W3 PaHHUX TPU3HAKOB TOPaKeHUS HEPBOB IIPH CHHIPO-
me Tuitena—bappe. B padore P.H. Gordon, A.J. Wilbourn [12]
y 97% B3pOCIbIX MALIMEHTOB HA PAHHEN CTAIUU PA3BUTUS CHH-
npoma [uiteHa—bappe H-pediiexc orcyrcrBoBan. [lonyueHHbIE
HaMM JaHHbIE TakXe yKa3biBaloT Ha oTcyTcTBUe H-pedrekca
y 95% nauueHToB aeTckoro Bo3pacra ¢ OB/IL.

[To Hamemy MHeHMIO, oTcyTcTBUE H-peduekca y aeteit ¢ mo-
JO3peHMEM Ha TOJMHEBPOINATUIO MOXKET SIBJISATHCS IOIMOJHU-
TEJBHBIM HEeWpOPHU3MOIOTHIECKUM KPUTEPUEM THATHOCTUKU
OB/II B meauaTpuuecKoii MOMYISALIUN.

Asmopbl 3aa64310m 06 omcymcmeuu Kongaukma unmepecos.
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References

1. Skripchenko N.V., Lobzin Y.V, Ivanova G.P. et al. [Neuroinfectious Diseases
in Children]. Detskie infektsii. 2014; 13 (1): 8—18. (in Russ.) DOI: http://dx.doi.
org/10.22627/2072-8107-2014-13-1-8-18.

2. Klimkin A.V., Voitenkov V.B., Skripchenko N.V. [Ischemic resistance
of motor axons in children with viral meningitis and Guillain-Barré syn-
drome]. Fiziol Cheloveka. 2015; 41(2): 85-90. (in Russ.) DOI: 10.7868/
S0131164615010075.

3. Kimura J. Electrodiagnosis in Diseases of Nerve and Muscle: Principles and
Practice. — Oxford: Oxford University Press, 2013. 435 p.

4. Aminoff, M.J. Aminoff's Electrodiagnosis in Clinical Neurology, Sixth Edition
/ M.J. Aminoff. Philadelphia: Saunders, 2012. 348 p.

5. Suponeva N. A., Shakaryan A.K., Rakhteenko A.V. et al. [Clinical and Lab-
oratory Features, Treatment and Prognosis in Children with Guillian-Barre
Syndrome]. Detskie infektsii. 2015; 14(3): 17—26. (in Russ.) DOI: http://dx.doi.
org/10.22627/2072-8107-2015-14-3-17-26.

6. Schnaider N.A., Kantimirova E.A. [Guillian-Barre syndrome]. Vestnik Novo-
sibirskogo gosudarstvennogo universiteta. 2009; 7(4): 163—169. (in Russ.) DOI:
http://dx.doi.org/10.17650/2222-8721-2009-5-2-10-15.

7. Gusev E.I., Gekht A.B. [Clinical recommendations for the diagnosis and
treatment of Guillain-Barre syndrome]. Moscow, 2014. 24 p. (in Russ.)

8. Sudulagunta S.R., Sodalagunta M.B., Sepehrar M. et al. Guillain-Barré syn-



OPUTMHAITBHBIE CTATBIA. KnuHwyeckas HeBponorust
Orcyrcraue H-pednekca npu OBLM y nereit

8. Sudulagunta S.R., Sodalagunta M.B., Sepehrar M. et al. Guillain-Barré syn- drome: clinical profile and management. Ger Med Sci. 2015; 13: 3205-3208.
drome: clinical profile and management. Ger Med Sci. 2015; 13: 3205—3208. PMID: 26421004 DOI: 10.3205/000220.

PMID: 26421004 DOI: 10.3205/000220. 9.Ye Y., Zhu D., Wang K. et al. Clinical and electrophysiological features of the
9.Ye Y., Zhu D., Wang K. et al. Clinical and electrophysiological features of 2007 Guillain-Barré syndrome epidemic in northeast China. Muscle & Nerve.
the 2007 Guillain-Barré syndrome epidemic in northeast China. Muscle Nerve. 2010; 42(3): 311—4. PMID: 20589890 doi: 10.1002/mus.21701.

2010; 42(3): 311—4. PMID: 20589890 doi: 10.1002/mus.21701. 10. Vucic S., Cairns K.D., Black K.R. et al. Neurophysiologic findings in early
10. Vucic S., Cairns K.D., Black K.R. et al. Neurophysiologic findings in early acute inflammatory demyelinating polyradiculoneuropathy. Clin Neurophysiol.
acute inflammatory demyelinating polyradiculoneuropathy. Clin Neurophysiol. 2004; 115(10): 2329-35. PMID: 15351375.

2004; 115(10): 2329—35. PMID: 15351375. 11. Baraba R., Sruk A., Sragalj L. et al. Electrophysiological findings in ear-
11. Baraba R., Sruk A., Sragalj L. et al. Electrophysiological findings in ear- ly Guillain-Barré syndrome. Acta Clin Croat. 2011; 50(2): 201-7. PMID:
ly Guillain-Barré syndrome. Acta Clin Croat. 2011; 50(2): 201-7. PMID: 22263383.

22263383. 12. Gordon P.H., Wilbourn A.J. Early electrodiagnostic findings in Guillain-Bar-
12. Gordon P.H., Wilbourn A.J. Early electrodiagnostic findings in Guillain-Bar- ré syndrome. Arch Neurol. 2001; 58(6): 913—7. PMID: 11405806.

ré syndrome. Arch Neurol. 2001; 58(6): 913—7. PMID: 11405806. 13. Sun R.D., Fu B., Li C. et al. Role of nerve stimulation at Erb point in early
13. Sun R.D., Fu B., Li C. et al. Role of nerve stimulation at Erb point in early diagnosis of Guillain-Barré syndrome in children. Zhongguo Dang Dai Er Ke Za
diagnosis of Guillain-Barré syndrome in children. Zhongguo Dang Dai Er Ke Za Zhi. 2015; 17(7): 683—6. PMID: 26182271.

Zhi. 2015; 17(7): 683—6. PMID: 26182271. 14. Dachy B., Deltenre P., Deconinck N., Dan B. The H-reflex as a diagnostic
14. Dachy B., Deltenre P., Deconinck N., Dan B. The H-reflex as a diagnostic tool for Miller Fisher syndrome in pediatric patients. Journal of Clinical Neuro-
tool for Miller Fisher syndrome in pediatric patients. Journal of Clinical Neuro- science 2010; 17: 410—411. PMID: 20071180 doi: 10.1016/j.jocn.2009.06.014.
science. 2010; 17: 410—411. PMID: 20071180 doi: 10.1016/j.jocn.2009.06.014. 15. Skripchenko N.V., Komantsev V.N. Infektsionnye zabolevaniya periferich-
15. Ckpumuenko H.B., Kowmanues B.H. WHbekunoHHble 3ab6oneBaHUs eskoy nervnoy sistemy u detey. [Infectious diseases of the peripheral nervous sys-
neprdepruyeckoii HepBHOM cUcTeMbl y aeTeid. M.: Memuuumna. 2006. 584 c. tem in children] Moscow: Meditsina. 2006. 584 p. (in Russ.)

HNudopmamus 06 asropax: Boitrenkos Brnamucinas boprucoBimd — K.M.H., 3aB. OTI. (QOYHKIIMOHATEHBEIX METOIOB TUATHOCTUKH, H.0. PYK.
otaena (pyHKIMOHATBHBIX U JTydeBbIX MeTonoB quarHocTuku ®T'BY IHKIIMB ®MBA Poccuu. 197122 Cankr-Ilerepoypr, yi. npod.
[Tonoaa, 1. 9. E-mail: vlad203@inbox.ru;

Kiumkun A.B. — M.H.c. oTA. DYHKIMOHANBHBIX U JydeBbiX MeTonoB auarHoctuku ®I'BY JHKIIMB ®MBA Poccun, CaHkr-
[etepOypr, Poccus;

Ckpumuenko H.B. — n1.M.H., ipod., 3am. mupekrtopa o HayuHoii padore ®T'BY JJHKIIMB ®MBA Poccun, Cankr-IlerepOypr, Poccus;
Ipuropse C.I. — n.M.H., pod., cT.H.c. HaydHo-opraHu3aionHoro otaena ®I'BY JJHKIIMB ®MBA Poccun, Cankt-IletepOypr,
Poccus;

AxceHoBa A.W. — mabopaHT-KccienoBaTe/b OT. DYHKIMOHANBHBIX M TydeBbIx MeTon0B quarHoctuku ®TBY JTHKIIMB ®MBA Poc-
cuu, Cankr-IletepOypr, Poccust.

Information about the authors: Vladislav B. Voitenkov, PhD, Head of the Department of Functional Diagnostic Methods, Interim Head
of the Department of Functional and Radiological Diagnostic Methods, Pediatric Research and Clinical Center for Infectious Diseas-
es, Federal Medical-Biological Agency of the Russian Federation, St. Petersburg, Russia; St-Petersburg, Russia, Professora Popova 9,
197022 e-mail: vlad203@inbox.ru;

Andrey V. Klimkin, Junior Fellow, Department of Functional and Radiological Diagnostic Methods, Pediatric Research and Clinical
Center for Infectious Diseases, Federal Medical-Biological Agency of the Russian Federation, St. Petersburg, Russia;

Natal’ya V. Skripchenko, D. Sci (Med.), Prof., Honored Science Worker of the Russian Federation, Deputy Director, Pediatric Research
and Clinical Center for Infectious Diseases, Federal Medical-Biological Agency of the Russian Federation, St. Petersburg, Russia4
Stepan G. Grigor’ev, D. Sci (Med.), Prof., Senior Fellow, Department of Science and Administrative and Planning Activity, Pediatric
Research and Clinical Center for Infectious Diseases, Federal Medical-Biological Agency of the Russian Federation, St. Petersburg,
Russia; Tel.: +7-904-644-14-00; e-mail: gsg_rj@mail.ru;

Anastasiya I. Aksenova, Research Assistant, Department of Functional and Radiological Diagnostic Methods, Pediatric Research and
Clinical Center for Infectious Diseases, Federal Medical-Biological Agency of the Russian Federation, St. Petersburg, Russia; e-mail:
aksenova.nastya2014@yandex.ru.

21



Tom 11 Ne 22017

www.annaly-nevrologii.com

Ocob6eHHOCTU (PU3NOJIOTUYECKUX
MEXaHM3MOB LieJICHAIIpaBJICHHOM
NEeSITEJIbHOCTU Y OOJIbHBIX
SIUJIETICUEN B CBI3U
C KIMHUYECKUMMU
XapaKTepUCTUKAMU 3a00JIeBaHU S

P.A. 3opun, B.A. Kagnos, M.M. Jlankun, H.A. Kyiukoa
@I'B0Y BO «Pazanckuii eocyoapcmsennbiii meuyurckuii ynugepcumem um. akad. M.I1 ITasrosa» M3 P®, Pazanv, Poccus

Bsedenue. Bapuanmonm unmeepamueroeo nodxo0a 6 uyueHuy MeXaHu3Moe SMUAencuy S6Asemcs Uccae008arue CUCHeMHON OpeaHu3ayuy UeaeHanpasaeHHoeo no-
Be0eHUS. U GHANU3 (PU3UONA0UMECKUX MEXAHU3MO8, 00eChe UBauUX Pe3yIbmamusHyio 0esmeabHOCHb NAYUEHNO08 ¢ 0aHHBLM 3a001eBaHUEM.

Ileav uccaedosanus — ymounerue Mexanusmos ModeAUpyemMoil YeaeHanpasierHol desmensHocmu y 00AbHbIX SnUencueti 8 c6s3u ¢ KAUHUHeCKUMY XapaKmepu-
cmuKamu 3a001e8aHus.

Mamepuaavt u memodst. Obcaedosaro 72 npaxmutecku 300poebix yenoseka u 163 Gonvhbix dnunencuell. TIpogodusac oyerka 4acmoml HPUCHYNOS, YPOGHS
KOGHUMUGHBLX, IMOYUOHANBHBIX HAPYUIEHUT, HUCAQ NPUHUMACMBIX AHIMUKOHEYAbcarmos. OCyuecmensnac peeucmpayus 3eKmposHuedaiozpamm, nokasamenel
3DUMEAbHBIX U CAYXOBbIX BbI3BAHHBIX HOMEHYUAN08, KOGHUMUBHORO BbI36aHH020 nomenyuasa P300, xapakmepucmui MOMOPHbIX CUCHEM U BecemamusHoe0 obec-
neyeHus desmensiocmu. Pazdenenue Ha epynnbl ocyuecmensiioce Memodom KAaCmepHoeo AHAAU3a no NoKasameisim euinonnenus mecma Llyasme—Iopoosa.
Pesyavmamet. Boidenenvi pesynromamusnas (99 nayuenmos) u nuzkopesyavmamushas (64 nayuenma) epynnbl 60abHbix snunencueil. HusiopesyrsmamusHas epyn-
Na NAUUEHIN08 XAPAKIMepPU306a4dch NPpeoOAadaHuem CUMIMoMAmuHeckux opm 3a601e8anus. Yemaroeaensl 60abuiue 3HA4eHUs KPOCCKOPPeASUUY U CHUJCeHUe
uacmomt anbha-KoaedaHul IneKmposHyedanoepamm, yMerviilerte amMnaumydsi KOMHOHEHMOB 3PUMENbHbIX BbI36AHHbIX NOMeHYuaos u nomenuyuasa P300, yee-
Auvenue aamenmuocmu nuxoe N2 u P3 nomenuuana P300 6 nuzkopesyssmamugHoil epynne 60abHbix dnunencueil. B danroil epynne nayuenmoe onpedeasemcs
CHUDICeHUe aMnAUMYObl B0AHbI YCAOBHO-HE2AMUBHO20 OMKAOHEHUS, 3aMedreHue BpeMeHU CeHCOMOMOPHbIX PeaKyuil, yMeHbieHUe 6apuadesshocmu cepoedHoeo
pumma, yeeauuenue 1ec04HoU 6eHMUASUUL.

Saxarouenue. Hedocmamounas pe3yavmamugHocis esmeasrocmu y 004bHbIX Snuaencuieil 00YcA08eHa CHUNCEHHOI aKMUBHOCIbIO cheuuguteckux aggepenm-
HbIX, ACCOUUAMUBHBIX CYOCUCMEM U MEXAHU3MOB MOMOPHO20 0BecheueHUs DesmeabHOCHU, a MaKdice U30bIMOUHOL AKMUBHOCbIO CIPECC-Peatu3VIOUUX MeXaHu3-
M08, YMO yeeauuusaem (u3u0A02U4eckyio CouMochtb U YMeHbiuaen 3dekmugHochb Modeaupyemoii OesmebHoC.

Kimouesble clioBa: snusencusi, s¢pgexmusrocmos desmenvHocmu, Qu3uoi02u4eckie MexaHusmbl.

Jlns muraposanms: 3opuH PA., XKagaos B.A., Jlankia M.M., Kymikosa H.A. Ocob6eHHOCTH (DM3HOIOTMUECKIX MEXaHIN3MOB IIC/ICHA-
MpaBAEHHON NeSTeNTbHOCTH Y OONBHBIX SMIMJIEIICUEH B CBA3U ¢ KIMHUYECKUMU XapaKTepuCTUKaMU 3a001eBaHus. AHHAIbI KJIMHUYE-
CKOIi 1 3KCTIepUMeHTaNbHOU HeBposoruu. 2017; 11(2): 22-28.

DOI: 10.18454/ACEN.2017.2.3

The features of physiological mechanisms
of goal-directed activity in epilepsy patients
in association with clinical characteristics of the disease

Roman A. Zorin, Vladimir A. Zhadnov, Mikhail M. Lapkin, Natal’ya A. Kulikova
Ryazan State Medical University named after academician I.P. Paviov, Ministry of Health of the Russian Federation, Ryazan, Russia

Introduction. Investigation of systemic organization of goal-directed behavior and analysis of the physiological mechanisms ensuring productive activity in
epilepsy patients are the variants of the integrative approach to study the mechanisms of epilepsy.

Objective. To refine the mechanisms of simulated goal-directed activity among epilepsy patients in its relationship with clinical characteristics of the disease.
Materials and methods. A total of 72 virtually healthy persons and 163 epilepsy patients were examined. Seizure frequency, the levels of cognitive and emotional
impairments, and the number of administered anticonvulsants were assessed. Electroencephalograms, parameters of visual and auditory evoked potentials, the
cognitive evoked P300 potential, parameters of the motor systems, and autonomous maintenance of activity were recorded. Division into groups was performed by
clustering analysis using the results of the Schulte—Gorbov test.
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Results. The high- (99 patients) and low-effectiveness (64 patients) groups of epilepsy patients were revealed. The low-effectiveness group of patients was
characterized by predominantly symptomatic forms of the diseases. High cross-correlation values, reduced frequencies of EEG alpha oscillations, reduction in the
amplitude of the components of visual evoked potentials and the P300 potential, an increase in N2 and P3 peak latency in the low-effectiveness group of epilepsy
patients were determined. Increased amplitude of the wave of conditionally negative deviation, slower latency of sensorimotor responses, reduced variability of
heart rate, and increased respiratory rate group of patients were observed in this group of patients.

Conclusions. The inadequate performance in epilepsy patients is associated with the reduced activity of specific afferent associative subsystems and mechanisms
of motor-based maintenance of performance, as well as with excessive activity of stress-inducing mechanisms, which increases the physiological costs and reduces
the effectiveness of simulated activity.

Keywords: epilepsy, performance efficiency, physiological mechanisms.

For citation: Zorin R.A., Zhadnov V.A., Lapkin M.M., Kulikova N.A. [The features of physiological mechanisms of goal-directed activity
11n1 ((321;113 sy2[§at(ilentl§ in z)tssociation with clinical characteristics of the disease]. Annals of Clinical and Experimental Neurology. 2017,
:22-28. (In Russ.

DOI: 10.18454/ACEN.2017.2.3

Bsenenue SMUNIETICUST TMaTHOCTHPOBaHa y 77 MalMEeHTOB, JIOOHAS 3TH-
nercus — y 76 manueHToB. B rpymmy mpakTryecKku 310pOBBIX
CoBpeMeHHbIE HEHpPOPU3NOIOTUIECKME METOOBl HCClie- JIMIT BKJTIOYAIUCh MCCNEAyeMble, He MMEIONIMe IO JaHHBIM
TOBaHMS TIO3BOJISIIOT OCYIIECTBUTh OOBEKTHBHYIO OLIEHKY aHaMHe3a SMWICITUYSCKUX IIPUCTYIIOB, ¢ OTCYTCTBHEM SITH-
MeXaHU3MOB, JIeXKalIMX B OCHOBE CUCTEMHON OpraHU3aluu JenTruOPMHBIX M3MEHEHMiI Ha 3JIeKTpOo3HLedatorpaMme
LeJICHANIPaBICHHOTO ITOBEICHUSI, KOTOPOE XapaKTepHh3y- (®9I), He MMeBIIME BHINIEYKA3AHHBIX KPUTCPHEB MCKITIOUE-
€TCsl HAaIleJIEHHOCTbIO Ha JOCTMXXCHHE TOMEOCTaTHYECKHUX, Hus. MccnenoBaHue omo0peHO KOMUTETOM IO OMOMEIUIIMH-
OMOJOTUYECKMX UM COLMATbHBIX MOJE3HBIX MPUCITIOCOOU - ckoit atke ®TBOY BO Pa3I'MY Munsznpasa Poccun (mpo-
TeNbHHIX pe3ynbTaToB [1—3]. B To Xe BpeMs MHTErpaTuB- Tokoa Ne 2 ot 02.10.2014).
HBII TTOIXO0M K U3YYSHUMI0 MEXaHM3MOB SIUJIETICUU B HACTO-
sfImee BpeMsl TakKe MPencTaBlIeH KOHICIINeH cucmemnblx Y OONBHBIX SMMIIETICHEH B KAYECTBE KIIMHIMUECKUX XapaKTepH-
Snufencuil: OHa OIMCHIBAET TeHEpalMI0 U peaju3aluio CTHK 3200J1€BaHMsI OLIEHMBAJIOCH CPEJIHEE EXEMECSIYHOE YKC-
SMUJIETITUIECKUX IIPUCTYIIOB HAa OCHOBE HEHPOHHBIX CETEH, 710 cIoXHBIX mapiuanbHex (CIIIT), mepBUYHO- U BTOPUYHO-
JIeXalIuX B OCHOBE CUCTEMHBIX MEXaHM3MOB TOBEICHUS reHepanu3oBaHHbIX (I'CIT) mpucTynoB, Mo JaHHBIM aHAMHe3a
n obecneunBaomux Guznonornyeckue GyHKIMK B HOP- 3a TIPEMIIECTBYIONIMI 00CIENOBAHUIO TOM M TIO JaHHBIM MO-
Me [4]. B cBSI3M ¢ 3TUM aKTyalbHBIM SIBJISICTCS U3YyUCHUE CIICAYIONIEr0 KaTAMHECTHYECKOTO0 4-MeCSYHOTO HAOIONeHMS
MEXaHHU3MOB 1IeJIEHANPaBJIEHHOTO MOBEAEHHUST y OONBHBIX MOCJIe MPOBOIMMOIM MO HEOOXOAMMOCTU KOPPEKLMK (apma-
SMUJICTICHEl, UTO MO3BOJSET ONpPEAETUTh POJIb YKa3aHHBIX KOTepaIiy; YIUTBIBAJIOCH YKCIO MPUHIMAEMBIX TallueHTaAMU
MeXaHU3MOB B MMaTOJOIMUYECKUX, A€3aTaNTUBHBIX PeaKIIMIX AHTUKOHBYJbCaHTOB. [IpoBoanIachk KOJMYECTBEHHAS OLIEHKA
WA KOMIIEHCATOPHO-TIPUCTIOCOOUTENLHBIX TIPOLIECCaX TIPU SMOIMOHANBHBIX 1 KOTHUTHBHBIX HAPYIIEHUI TI0 CIICAYIOIINM
TaHHOM 3a0osieBaHMH [5]. KputepusaM: Tpaganus «0» 1o chepe «DMOoIMOHATbHbIE HApY-
IIEHUS» COOTBETCTBOBAIA YPOBHIO TPEBOTH WJIM IETIPECCUM TIO
Ienbio mccaenoBanus SBISETCS YTOYHEHME MEXaHHU3MOB MO- TocrmanbHoit wKane Tpesoru u genpeccun (HADS) 03 6an-
JeIUpyeMOoil LeJeHanpaBIeHHON AESTEIbHOCTH Y OOJbHBIX na, «1» — TpeBora wnm penpeccus 1o mkare HADS 4—6 6an-
SIIUJIETICHEN B CBSI3U C KIMHMYECKUMU XapaKTePUCTUKAMU 3a- 10B, «2» — tpesora mo HADS Goiee 6 6GaioB WM JeTpeccust
OoneBaHuUs. no mkane HADS 6onee 7 6amnoB. [1pu olieHKe KOTHUTUBHBIX
HapyIeHuii rpaganus «0» COOTBETCTBOBAIA YPOBHIO 110 MUHHU-
Marepuabl 1 METOIbI MaJIbHOH 1lIKaje OLeHKM ncuxudeckoro cratyca (MMSE) or
30 mo 27 GannoB UM YPOBHIO HapyIIEHUH 1Mo 6atapee JTOOHOM
B nccnenoBanme BKIIIOUeHO 235 YeNloBeK, B TOM Unciie 72 mpak- micdynkiuu (FAB) 17—18 6amios, «1» — MMSE 24-26 6a-
TUYECKUX 3II0POBBIX MHIMBUIYYMA, COCTABUBIIMX KOHTPOJIb- noB i FAB 15—16 6amnos, «2» — MMSE menee 24 wnn FAB
Hyio Tpyrmy (47 MyX4uuH W 25 XEHIIWH, CPEIHUN BO3PACT MeHee 15 6amos.
33,1, crangaprtHas ommoka cpepHeit 0,6 yet) n 163 GONBHBIX
anunencueit (84 MyxX4uHbI U 79 XeHIIWH, CpeaHUI BO3pacT LleneHanpapneHHas JAeSTeNbHOCTb MOJAEIMPOBAIaCh TP TO-
35,8, cranmapTHas ommbKa cpegHeii 1,1 net). B rpymnmy 60mb- Moty Tecta [lymsre—IopOoBa, 1CHOMb3yeMOro B ICUXO(pH3H0-
HBIX SMUJIETICHeN BKITIOYAINCh MAMEHTHl ¢ MAMONATUYECKON JIOTUH IS OLIEHKM (YHKIMM BHUMaHMA. B paMKax maHHOTO
SIIIETICHeH, MMeIoIeil TeHeTHIecKyro mpupony (10 manueH- MCCIIEeNOBAHUS OLICHUBAIMCH CpeqHee BpeMsl MeXIy BeIOOpa-
TOB C IOHOIIECKOW MUOKJIOHMYECKON SMUJIEICUeit), a Takxke MU YHCENl, CpeJIHEe BPeMsI 10 M TIOC/Ie OLIMOKM, CPeHEe YMCIO
cuMnToMaT4ecKou (91 manueHT) ¥ KpUITOreHHoi (62 maru- ommuobok [7].
eHTa) opmaMu 3aboneBaHus [6]. KputepusaMu BKIHOUEHUS
ObLTIM HAIMYKME KaK MUHUMYM |-TO MPUCTYNa B TEYEHHUE TOfa, Peructpanusa 93T nposoaunach npu momoinu 19-kaHanb-
MIPeALIECTBYIOIETO 00CIeNOBAaHUI0, U TIOANMUCaHUEe HHPOP- HOro IM(GpPOBOTO 3JIeKTpo3HIedasorpada M MporpaMm-
MUPOBaHHOTO cornacus. KputepusMu UCKIIOUeHUs SIBJSUTUCD Horo obOecneuyeHust «Heiipon-cnextp-3» (OO0 «Heiipo-
OepeMeHHOCTD, 3a00JIeBAHMS ABIXaTeIFHON U CePIEeYHO-COCY- cod1», Poccus) mpu pacionoxeHUn 3JIEKTPOIOB II0 CXeMe
JMCTON CHUCTEM B CTaAMU IEKOMIIEHCALIMM U HEBO3MOXHOCTh «10—-20%» ¢ pedepeHTHBIMU 2JIeKTpogaMu Ha yirax (Al u
BBIMIOJIHEHHUSI MMALIMEHTAMU YCIIOBUI UCCIEOBAHUS. Y BCeX Ma- A2), BeimonHsIOCh MckimoyeHue u3 DO apredakToB U
LIMEHTOB ¢ CUMIITOMAaTUYECKOM M KPUIITOICHHOM 3IUJIETICUEH (parMeHTOB ¢ 3MUIENTU(GOPMHON AKTMBHOCTHIO. AHaIu3
uMen MecTo (GoKabHbIe (DOPMBI, CPEMN KOTOPBIX BUCOUHAS B3I ocymecTBIsICS METOAAMU CHEKTPATbHOTO aHaIu3a C
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oTIpeNieIeHUeM MOITHOCTH M YaCTOTHI KOJIeOaHMI B OCHOB-
HBIX YACTOTHBIX JMala3oHaX, a TakkKe METOJOM aHajIu3a
KpocckoppensuuonHoit ¢dyakmmn (KK®) ¢ pacueTom 1mo-
KazaTeneil Koah(PUUUEHTOB KPOCCKOPPEISLUUN U CpelHei
yactotl KK® [8]. Peructpaums sputenshsix (3BII) u
CIYXOBBIX BHI3BaHHBIX moTeHIuanoB (CBII) ocymectis-
Jlach TIPM TIOMOIIYM IPOTPaMMHO-aIIapaTHOTO KOMILIeKca
«Heitpo-MBII» (OO0 «HeiipocodT», Poccust). Perucrpa-
uust 3BIT Ha maxmaTHbBI MaTTepPH Bejach MPU PacIoso-
KeHWM aKTUBHHIX 3JIeKTponoB B oTBemeHusAx O1, 02, Oz ¢
pedepeHTHBIM 31eKTPOaOM B Fz; cTUMyIS1US TPOBOAMIACH
C UCTIONb30BAHNEM PEBEPCUBHOTO MIaXMAaTHOTO MATTEPHA C
17-moiimoBoro monuTopa Samsung TFT, yrioBas BetnunHa
cTMyJIa cocTaBmia 40 yriIoBBIX MUHYT, 9aCTOTa PEBEPCUN —
1 T, wncno yepennenuit — 120. IIpu aHanu3e olleHUBANTNCD:
nJateHTHocTh uKkoB P50, N75, P100, N145, P200; mexmnuko-
Bag ammuutyga PSON75, N75P100, P100N145, N145P200.
Peructpanusa pnunHonateHTHoIX CBIT ocymecTBasiacs npu
OWHAYpaTbHON CTUMYJISINHN IMETIKAMU JUIMTENTbHOCTHIO
50 mc, Hamonmuenue 1000 Iix, vacroroii 1 i1 co cmyvaitHbIM
KOMITOHEHTOM, YUcIIo yepenHeHui — 100; oTBosIme 3aeK-
TPOIBI pacrojiaraiych Ha rojoBe manueHTa B 3oHe C3, C4,
Cz, pedepeHTHble — Ha ymax (Al u A2). OueHnBaINCh JIa-
TeHTHOCTb MUKOB P1, N1, P2, N2 u MexxnukoBasi aMILIUTy1a
PINI, N1P2, P2N2. [IpoBoaunack perucTpauus MOTEHIIM-
ana P300 B pamkax BepOSITHOCTHOM MapagurMbl MOSIBJICHUS
3Haunmoro ctumyia (ToH 2000 [i1, BeposTHOCTD MOSBICHUS
20%) n HeznaunMoro ctuMyna (ToH 1000 Iir, BeposITHOCTB
nogsiaenus 80%), AIMTEIbHOCTb CTHUMYJIOB COCTaBMIIA
50 mc, nHTeHCUBHOCTH 60 [16. Peructpauus u ycpeaHeHue
OTBETOB BBIMOJHSUIMCH N0 oTBeAeHUsIM Pz, Cz, Fz ¢ pede-
PEHTHBIMM 37eKTpogamMu Ha ymax (Al, A2). UcnbiTyeMble
MIPEeABAPUTETBHO ITONYYAIM WHCTPYKLIMIO O HaXaTWW Ha
KHOIIKY OTBETa ITalIMEHTa IPU IOSBICHIM 3HAYMMOTO CTH-
MyJa. AHaIM3UPOBaANIKUCh JATEHTHOCTh MUKOB N2, P3, Mex-
nukoBas amrumtyga P2N2, N2P3. Perucrpauus ycioBHO
HEraTMBHOTO OTKJIOHEHMS (YCIOBHO HEraTMBHON BOJHBI —
YHB) npoBoauiack amoxamu 1o 2,5 ¢, B mapaaurme mnpemny-
npexaaromniero (3ByKoBoii curdan yactoroit 2000 Iir) u my-
CKOBOTO (3BykoBO# curHan yactotoir 1000 Iir) ctumynos
¢ otBepenuit Fz, Cz, Pz, ¢ pacnonoxeHueM pedepeHTHBIX
971eKTpoaoB Ha ymiax (Al u A2), yucio ycpeaHeHuit cocTa-
Buy10 40. OnleHMUBaNACh aMIUTATYIA BOJMHEI [9].

ITpu momoiuu kommiekca «HC-IIcuxorects (OO0 «Heiipo-
cod1», Poccus) y nuccneayeMblx perucTpupoBagach MpocTas
3puTeabHO-MoTOpHas peakuus (II3MP), peakuus paznuyus
(PP) u Tenmmuar-Tect (TT). B pamkax meromuku I13MP mipo-
BOJMJIOCH OMHOKY/ISIPHOE TNPENbABICHUE CUTHAIOB KPACHOTO
I[BETa C MaKCUMAaJIbHO OBICTPOIi peakiiueii uccienyeMbix Ha
UX TOSIBICHUE B BUJE HaXaTWsl HAa KHOIKY; MPEACTaBICHO
CpenHee 3HaYeHWe BPEMEHU peakiuu st ipaBoii pyku. [Tpu
oueHke PP mpeabsBiasiivNch pa3HOLBETHbIE CBETOBbIE CUTHA-
JIbI, B OTBET Ha MpeIbsIBJIEHUE CUTHAa KPaCHOTO I[BETA MC-
crenyeMoMy TpebOoBaloCch MaKCHMaIbHO OBICTPO HaXaTh Ha
KHOIIKY OTBeTa.

[MpencraBneHbl XapakTepUCTHKU CPEIHETO 3HAYCHMS pe-
akuuu aid npasoit pyku. TT mposonuincs B TeueHue 30 c.
HWccnenyembim npeanaranach MHCTPYKIUSI O MAKCUMATbHOM
TeMIle YIapoB CIelMaTbHON yKa3Koli 1Mo KOHTaKTHOMW ILIO-
IIafKe, IPEICTABICHBl 3HAYCHMS CPETHEr0 MEXyITapHOTO
WHTepBaNa AJsl mpaBoit pyku. [lpu mccnenoBaHum Bapua-
6enbHOCTH cepneuHoro putMa (BCP) perucrpamus OKT
MpOBOAMJIACH NTPU TOMOIIM Npubdopa Bapukapn 2,5 u npo-
rpammbl «MCKHUM 6,0» («Pamena», Poccust) B 1-M cTaH-
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JIAPTHOM OTBEJCHUU TPU TIOJOXEHUY UCTIBITYEMOTO CUJIS B
TeyeHue 5 MUH. Mcrosib30BaIMCh CTATUCTUYECKUE U CIIEK-
TpanbHble MeTofbl aHanu3a BCP ¢ ompeneneHmem cpenne-
ro KBaipaTUYHOTO OTKJIOHEHHUS AMHamuuyeckoro psinia R—R
untepBajioB (CKO), uHaekca HampsoKeHUs PEeryasTOPHBIX
cucteM (MH), momnoctu crekrpa konebanmit R—R uH-
TepBAJIOB B JMala30He AbIXaTeJbHbIX, MEJICHHBIX U OYeHb
MemneHHbIX BoiH [10]. OcymiecTBasioch ucclieqoOBaHNE
(YHKUMYU BHEITHETO AbIXaHWsI MPU MOMOIIM CITMPOMETa00-
norpaca FitmateMed (Cosmed, WUtanust) ¢ ouieHKoI# ycpes-
HEHHOTO 3HAauYeHUs JIeTOUYHOI BeHTUNALuK (Ve) U 4acTOTHI
JIbIXaHUSI.

Craructnyeckass o6paboTKa MAaHHBIX TPOBOAMIACH TMPU TIO-
MOIIy makera mporpamm Statistica 10,0. KmactepHsrit aHamm3
ObLT UCIIOJIb30BAH JUIS BbIIEIEHMS TPYIII uccaenyeMbix. CpaB-
HUTEJIbHBIN aHAIN3 TOKa3aTeNell TIPOBOAMIICS TIPU TIOMOIIN
kputepuss ManHa—YutHu (U) mas momapHbBIX CpaBHEHUI ¢
TIOTIPaBKOM Ha MHOXECTBEHHOCTb CpaBHEHMUI, TSI HECKOJb-
KHUX BBIOOPOK — Ipu nmomoiuu kpurepust Kpackena—Yomnuca;
Pa3IMIUs CYUTATUCH TOCTOBEPHBIMU TIpK ypoBHe p<0,05. s
OLICHKY Pa3IMIUil YMCIa UCCIETyeMBIX B TPYIIAX MCIOIb30-
BaJICs METOJ TaOJIMIL COTIPSKEHHOCTH M KPUTEPU XM-KBaapaT
npu ypoBHe p<0,05. IIns ommcaTeNnbHON XapaKTepUCTUKU
TPYII MCCenyeMbIX NMPUMEHSINCh MeauaHa (Me), BepxHMii
(UQ) u nixuumit kBaptuiib (LQ) [11].

Pesyabratbi

MeTos0M KJTacCTepHOTO aHaiu3a HaMU ObUTM BbIAEJEHBI IBE
TPYIIIBI OOJTBHBIX AMWJIETICUEH ¢ TOCTOBEPHBIMU Pa3THIMSIMU
0 TI0Ka3aTe/IIM MOJAEIMPYEMOI IEATEIbHOCTH, KPUTEPUIMU
(hopMUpPOBaHWS KOTOPHIX OBLIM: BEJIMIMHBI CPETHETO MHTEP-
BaJjla BbIOOpA 4Kces, BpeMs BbIOOpa Iocie OKMOKY U 10 Hee,
a TaKXe CpelHee YMCiIo ommnboK. JInma ¢ TydIniMu ToKasare-
JISIMU, T€TePMUHUPOBAHHBIMU KJIACTEPHBIM aHAIM30M, COCTa-
By rpyrmy 1 (99 maimeHToB — «pe3y/IbTaTUBHAsS» TPYIINa),
OCTajIbHbIe — Tpymmy 2 (64 malueHTa — «HU3KOPE3Y/IbTaTHB-
Hasi» Tpymmna) (Tabm. 1).

Hamu ycraHOB/IeHBI ONpeleeHHble CTATUCTUYECKM 3HAYM-
Mble pa3InyMs KIMHUYECKUX XapaKTePUCTUK IPYI OOJBHBIX
SIUJIEIICUEH C Pa3IMYHOMN Pe3yIBTaTUBHOCTHIO NESTENIbHOCTH.
Tak, nocne koppekuuu tepanuu meauana I'CIT B rpynme 1
cocrasuna 0,05, a B rpynme 2 — 0,20 (U=1736, p=0,041); me-
JMaHa YPOBHs KOTHUTMBHBIX HapylleHUi B rpymme 1 cocra-
Busa rpaganmio «0», Bo rpymmne 2 — rpagamuio «l» (U=1549,
p=0,001); orMeTHM TakXe, YTO B TpyIIe 2 Ipeodragain
MAalUeHTH C CUMITOMAaTHYeCKOW (opMoil smuierncuu (B
rpynne 1 — 46% cnyvaes, B rpynme 2 — 72%, KpuTepuii xu-
kBazgpat=10,0, p=0,0016).

B ta6mn. 2 mpencraBneHsl nokazatend DOI 1Mo OTAETbHBIM TTa-
paM OTBeleHWI B TpYIIAX, XapaKTepu3yIOIIue B3aMMOJCH-
CTBME AKTMBHOCTU MOJIYJUPYIOIINX CTBOJOBBIX CTPYKTYp
KOPKOBBIX HEHpOHHBIX momyssiuuii. Kak ciemyer u3 Tabn. 2,
BBISIBJICHBI CTATHCTUYCCKY 3HAYMMBIC PA3IMYUS MEXKIY TPYII-
TIaMU 110 TIPEACTaBIECHHBIM MTOKa3aTessIM, ¢ OOJIbILeH MOIIHO-
CTbIO TeTa-KoieOaHUi B 00eUX rpymax O0JbHbIX SMUIETICUEH,
npeobaagaHueM Ko3(POUIMEHTOB KPOCCKOPPEISIIUI 1 MEHb-
muM 3HaueHueM vactotl KK® B o0eunx rpymmax OOJbHBIX
SIIIETICHEe ¥ MEHBIINM 3HAUYCHHNEM YaCTOTHI anb(a-Koneba-
HUM B rpymne 2 00JbHBIX SMUIETICUEH.

[Tpu aHanu3e moka3zateneil BbI3BAHHBIX OTBETOB, XapaKTepH-
3YIOLIMX AEITebHOCTh abhEePEeHTHBIX U aCCOLMATUBHBIX Cy0-
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Tabmmna 1. Iloka3aTen pe3y;IbTaTHBHOCTH MOJETHPYEMOii 1eTeTbHOCTH B TPYNIAX

KoHTponbHas rpynna lpynna nayneHToB 1 lpynna nauueHToB 2
Nokasarenu Me 1Q uaQ Me LQ uQ Me LQ ua
CpenHee BpeMsi Bbibopa, ¢* 1,1 1,0 1,3 1,3+ 1,2 1,7 2,45+ 1,9 25
Bpewms nocne owmbku, c* 0,5 0,0 1,2 0,4+ 0,0 0,9 2,557 1,0 25
Bpemsi 10 owmbkm, ¢* 0,3 0,0 0,6 0,1 0,0 0,3 0,5v* 0,2 1,1
CpenHee ncino owmbok™ 0,4 0,2 1,0 0,3 0,0 1,0 1,50+ 0,8 4,0

Mpumeyanme: *p<0,05; **p<0,01, ***p<0,005 (ans kputepus Kpackena—Yonnuca); B AaHHOIN W nocneayloLwmx Tabnuuax ypoBeHb 3HAYUMOCTI OLLMOKW (p) OTpaxaeT BAusiHMe dakTopa «rpynna» Ha uccne-
JyeMble N0Ka3aTenu; 3HakoM (*) OTMEYEHbI CTAaTUCTUYECKM 3HAYMMbIE OTIWYMS: (*) — OT KOHTpONbHOI rpynnbl (p<0,05), (**) — oT nepBoit rpynnbl GoNbHbIX anunencyeit (p<0,05) Npu NonapHbIx CpaBHEHHUSIX
(ana kputepns ManHa-Yuthn)

Ta6mmma 2. CpaBHuTe bHAS XapaKTePHCTHKA MoKa3areseir DOI B rpynmax

KoHTponbHas rpynna Ipynna nauneHToB 1 lpynna nauueHToB 2
flokasaren Me 1Q uq Me LQ uQ Me 1Q ua
M TeTa F3, MkB?/c**** 32 24 42 49+ 26 72 47+ 34 98
Y anba 01, My*** 10,3 10,1 10,9 10,0 9,4 10,5 9,7+ 9,3 10,0
KK 0102* 0,68 0,59 0,75 0,73 0,62 0,80 0,69* 0,63 0,78
Y KKd 0102, Mu*** 12,0 10,9 13,7 11,0* 10,0 12,0 10,9 9,6 12,6
KK P301* 0,74 0,69 0,82 0,81* 0,72 0,88 0,81" 0,72 0,86
Y KK P301, M** 11,5 10,9 12,8 11,1* 10,0 12,3 10,9 9,4 12,0

MpumeyaHue: M — mMowwHocTb, Y — yactota, KK — koadduumeHT koppensumu (teta-Teta-konebanms 33 vs anbda-anbga-konedanus I3r); *p<0,05; **p<0,01, ***p<0,005 (ans kputepus Kpackena—Yonnuca)

Tadmma 3. CpaBauTesbHAs XapaKTepucTHKa noka3areseil BII B rpymmax

KoutponbHas rpynna Fpynna naumeHnToB 1 l'pynna nauueHToB 2
flokasarenn Me 1Q uQ Me LQ uQ Me 1Q uQ
A P50N75 Oz, MxkB*** 6,8 33 10,9 4,2* 2,2 7,6 3,00+ 1,4 55
AN75P100 Oz, MkB*** 13,4 8,6 22,9 11,2 74 17,3 8,9 50 12,0
JIN2 B Cz, mc* 215 185 248 223* 205 247 287+ 209 255
J1P3 B Cz, Mmc*** 322 297 347 330* 298 360 361+ 319 393
A N2P3 Fz, mkB* 10,8 6,3 14,7 9,5* 6,3 14,6 8,8+ 51 12,0

Mpumeyaue: A — amnantyaa, J1 — natenTHocTs; *p<0,05; **p<0,01, ***p<0,005 (ans kputepus Kpackena—Yonnuca)

Ta0mua 4. CpaBHuTe/IbHAS XaPAKTEPUCTHKA MOKA3ATeJIell MOTOPHOTO 0DecTieYeHHs e TeNbHOCTH B TPYIMIax

KoHtponbHas rpynna I'pynna nauunexToB 1 l'pynna nauueHToB 2
flokasaren Me LQ ua Me 1Q uQ Me LQ uq
AVYHB B Fz, MkB** 12,2 8,1 16,9 9,7* 51 16,3 7,2t 4,0 12,4
CB N3MP, mc*** 190 182 209 224+ 202 248 2314+ 211 266
CB PP, mc*** 281 245 300 319 298 370 362+ 304 441
Wutepsan TT, Mc*** 155 145 163 167+ 154 179 173+ 159 183

Mpumeyanve: A — amnautyaa, CB — cpentee Bpems, *p<0,05; **p<0,01, ***p<0,005 (ang kputepmus Kpackena—Yonnuca)

Tabmmma 5. CpaBHuTe IbHAS XAPAKTEPUCTHKA MOKA3aTeJIeil BereTATHBHOTO 00ecTeYeHus AesTeIbHOCTH B IPYyIIax

KoHTponbHas rpynna lpynna nauneHToB 1 lpynna nauueHToB 2
flokasaten Me L uQ Me L ua Me T ua
CKO, mc*** 51 34 66 30* 22 42 25* 20 35
WH, ycn. ep.*** 132 73 272 323" 136 636 379+ 246 612
HF, mc2*** 654 188 1345 281* 98 530 180+++ 69 358
LF, mc2*** 588 333 1019 307" 112 532 193++* 95 374
VLF, mc2*** 234 107 319 142* 76 240 1150+ 62 201
Ve nocne Tecta, /MUH*** 8,7 7,6 10,2 8,1 7,0 9,8 9,1+ 1,7 11
Y/ nocne Tecta, B MUH*** 14,8 13,0 16,8 14,9 12,9 17,5 16,8* 13,9 19,0

Mpumeyanue: *p<0,05; **p<0,01, ***p<0,005 (ans kputepus Kpackena—Yonnmca)
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Table 1. Performance indicators of simulated activities in groups

Control group Patients group 1 Patients group 2
Me LQ uQ Me LQ uQ Me LQ ua

Parameters

Average selection time, s* 1,1 1,0 1,3 1,3+ 1,2 1,7 2,4+ 1,9 25
Time after error, s* 0,5 0,0 1,2 0,4+ 0,0 0,9 2,507 1,0 2,5
Time before error, s* 0,3 0,0 0,6 0,1 0,0 0,3 0,57+ 0,2 1,1
Mean number of errors* 0,4 0,2 1,0 0,3 0,0 1,0 1,50+ 0,8 4,0

Note: *p<0.05; **p<0.01, ***p<0.005 (for Kruskal—Wallis H test); In this and subsequent tables, the level of significance of the error (p) reflects the influence of the "group" factor on the parameters studied;
sign (+) marked statistically significant differences: (+) — from control group (p<0.05), (++) — from patients group 1 (p<0.05) in pairwise comparisons (for Mann-Whitney U-test)

Table 2. Comparative characteristics of EEG parameters in groups

Control group

Patients group 1

Patients group 2

Parameters Me L ua Me 1Q ua Me L ua
P theta F3, pv2/s2*** 32 24 42 49* 26 72 47+ 34 98
F alpha o1, Hz*** 10,3 10,1 10,9 10,0* 94 10,5 9,7+ 93 10,0
CCo102* 0,68 0,59 0,75 0,73 0,62 0,80 0,69* 0,63 0,78
F CCF 0102, Hz*** 12,0 10,9 13,7 11,0* 10,0 12,0 10,9 9,6 12,6
CC p3o1* 0,74 0,69 0,82 0,81* 0,72 0,88 0,81* 0,72 0,86
Y CCF p3o1, Hz** 11,5 10,9 12,8 11,1* 10,0 12,3 10,9 9,4 12,0

Note: P — power, F — frequency, CC — correlation coefficient (theta- theta -oscillations EEG vs alpha-alpha-oscillations EEG); *p<0.05; **p<0.01, ***p<0.005 (for Kruskal-Wallis H test)

Table 3. Comparative characteristics of parameters of EP in groups

Control group Patients group 1 Patients group 2

Parameters Me L uq Me T uQ Me Q uq
A P50N75 Oz, v *** 6,8 33 10,9 42* 2,2 7,6 3,00 1,4 55
AN75P100 Oz, v *** 13,4 8,6 229 11,2* 74 17,3 8,9%+ 50 12,0
L N2 B Cz, ms* 215 185 248 223* 205 247 237+ 209 255
L P3 B Cz, ms*** 322 297 347 330* 298 360 361+ 319 393
AN2P3 Fz, v * 10,8 6,3 14,7 9,5* 6,3 14,6 8,8+ 51 12,0
Note: A — amplitude, L — latency; *p<0,05; **p<0,01, ***p<0,005 (for Kruskal-Wallis H test)

Table 4. Comparative characteristics of the parameters of motor support of activities in groups

Control group Patients group 1 Patients group 2

Parameters Me LQ ua Me LQ uQ Me LQ ua
ACNWin Fz, pv** 12,2 8,1 16,9 9,7" 51 16,3 7,20 4,0 12,4
MT SVMR, ms*** 190 182 209 224+ 202 248 2314+ 211 266
MT DR, ms*** 281 245 300 319* 298 370 362+ 304 441
Interval TT, ms*** 155 145 163 167+ 154 179 173+ 159 183

Note: *p<0.05; **p<0.01, ***p<0.005 (for Kruskal-Wallis H test)

Table 5. Comparative characteristics of the parameters of vegetative support of activity in groups

Parameters

Control group

Patients group 1

Patients group 2

Me LQ uQ Me LQ uQ Me LQ uQ
SD, ms*** 51 34 66 30* 22 42 25* 20 35
Sl a.u*** 132 73 272 323+ 136 636 379+ 246 612
HF, ms2*** 654 188 1345 281+ 98 530 180++* 69 358
LF, ms2*** 588 333 1019 307+ 112 532 193*++ 95 374
VLF, ms2*** 234 107 319 142+ 76 240 1150+ 62 201
Ve after test, |/min*** 8,7 7,6 10,2 8,1 7,0 9,8 9,1+ 1,7 1,1
RR after test, in min*** 14,8 13,0 16,8 14,9 12,9 17,5 16,8" 13,9 19,0

Note: *p<0,05; **p<0,01, ***p<0,005 (for Kruskal-Wallis H test)
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CHCTEM, YCTaHOBJICHA TOCTOBEPHO MEHBIIIAS aMIUIUTYAA paH-
HuX KoMrnoHeHToB 3BII, Gonbluas 1aTeHTHOCTh MUKOB N2 U
P3 n meHbImas MexmmkoBas ammmmatyna N2P3 P300 B rpymme 2
OONBHBIX dMIMIIeNCUeii (Tab. 3).

[Mpu uccnenoBaHuM MeXaHU3MOB MOTOPHOTO OOECTEYEeHUs!
NESITENbHOCTY BBISIBJIEHBI CTATUCTUYECKU 3HAUYMMO MEHBIINME
3HauyeHus1 amruuTynbl YHB, a Taxoke Gosbliee BpeMsi pocToii
U CIOXHOU CEHCOMOTOPHOM peakuuu U OoJbluasi ATUTENb-
HOCTbh MeXynapHoro nHTepBaia TT B rpymme 2 G0JbHBIX MU~
nercueii (ta6m. 4).

IIpu aHanu3e rokasatesieil BereTaTUBHOIO OOeCIeUeHUs lie-
ATETLHOCTH OIpENeNieH CTaTUCTHYECKM 3HAYMMO 0ojiee BHI-
cokwuii yposenb MH, Menbmme 3HaueHns CKO u mMomHocTH
creKTpajbHbIX cocTapsiomux BCP B rpymme 2 601bHBIX 311~
JIeTICHEH, B 3TOH Ke TPYIIIe BISIBICH 00JIee BRICOKMIA YPOBEHb
Ve nocne peanu3anmu tecta (Tabdi. 5).

Oo0cyxnenne

HeomHopomHOCTD TPYIITBI GOMBHBIX SMIUIETICHEH 1T0 TT0Ka3a-
TeJsIM Pe3YJbTaTUBHOCTY AESATEbHOCTH CBSI3aHA ¢ KIMHUYeE-
CKUMH 0COOCHHOCTSIMHU 3a00JIeBaHIST; TIPU 3TOM IAIIMEHTHI M3
HU3KOPE3yIbTaTMBHOIO KJIacTepa XapaKTepu3yloTcs bonee He-
0JaronpusITHBIM TeueHUueM 3a00J1eBaHuUs ¢ OOJbILEH YacTOTOM
I'CIT nmocne Koppekiyy Tepanuu U 0ojiee BHICOKUM YPOBHEM
KOTHUTHMBHBIX pacCcTpOMCTB. Pasnuuust pe3yabTaTUBHOCTH Jie-
SITETTBHOCTH Y OOJIBHBIX 3MIICTICHEH CBA3aHBI KaK C TEMIIOM
pea3yeMoii IeaTebHOCTH, TaK M KOHTPOJIEM Hal olrbKa-
Mu. OnHEM U3 (HaKTOPOB MOJYYEHHBIX PA3INUMil MOXKET ObITh
npeobnagaHue B Ipymie 2 MalUueHTOB ¢ CUMITOMATHYECKUM
opmamu snunencun. OcobeHHOCTU 3a00NeBaHUI B 0OEMX
IPyIIaX, IO-BUIMMOMY, ONpPEIENIIOT XapakTep 00ecredeHIs
MOJEMPYEMOii AeITeIbHOCTHU U CieLIn(UKY ee CUCTEMHOI Op-
TaHM3aIIHH.

CpaBHUTEIBHBIN aHATA3 MEXaHU3MOB O0CCIICUCHMS MOIe-
JIMPYeMOH JesATeNbHOCTH AEMOHCTPUPYET YCUIICHHE CHUHXPO-
HU3UPYIOMINX BIMSHUN MO JaHHBIM CHEKTPAbHOTO aHaIn3a
D3I, 3amemieHue cpeiHeil 4acTOThl anb(ha-KonebaHMid, xa-
paKTepu3ylolell TpeobliafaHie MEXaHW3MOB HETPOTYKTUB-
Hoif akTmBanmuu [12], a Takke cHIKeHHe 4acTOTHI KK® u
yBennueHne Koadduuuenra koppensiunn KK® 53T B rpyn-
ne OOJIbHBIX AMUJETICUeid. DTO SIBISETCS OTpaxeHueM Oosiee
BBICOKOTO YPOBHSI TIAaTOJIOTMYECKOM CHHXpoHU3anuu DI
CUTHala W OOJIBIICH HANpsKEHHOCTH (DYHKIIMOHWPOBAHMS
nepebpanbHbiX MexaHu3moB [13]. TTokaszarenu 3K30TeHHBIX
1 KOrHUTUBHBIX BII B HU3KOpE3y/NbTaTUBHOM TIpymie 00Jb-
HBIX JEMOHCTPUPYIOT CHIDKEHHE MOIIHOCTH CITeIM(DUIECKOI
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3pUTENbHON addepeHTalMy, YTO CBA3aHO KaK C YCHJICHHEM
AKTUBHOCTY WHTMOMPYIOIIMX KOPKOBBIX MEXaHM3MOB, TaK M C
MOOOYHBIM 3(P(PEKTOM aHTHKOHBYILCAHTOB. YCTAaHOBICHHOE B
3TOi Xe TpyIre OOJbHBIX YBEIUYCHUE AIUTEIbHOCTH peaju-
33l KOPKOBHIX MEXaHMU3MOB MICHTU(MUKAINU W TIPHHATHS
pEIICHMSI B OTHOIICHUM CTUMYJA CO CHMXKEHMEM MOITHOCTH
OMO3JIeKTPOTeHe3a B aCCOLMATUBHBIX 30HAX KOPBI acCOIMHU-
POBaHO ¢ 00jIee BEICOKUM YPOBHEM KOTHUTUBHBIX HapYIICHUIA
[14]. MexaHu3Mbl MOTOPHOTO OO€CTeUYEHUs! AeSITebHOCTU B
HU3KOPE3YIBTATHBHON TPYIIIe OONBHBIX SIMICIICUEH TeMOH-
CTPUPYIOT CHIDKEHME aKTUBAIIMK KOPbI TOJIOBHOTO MO3Ta TpU
peanuzanuy peHOMeHa TOTOBHOCTH K MOTOPHO# peakiinu, 4To
aCCOLIMMPYETCS C 3aMEICHHEM TEMIIa MPOCTHIX M CIOXHBIX
CEHCOMOTOPHBIX peakuuit [15]. BereraTuBHOe obecreueHue
JeATeTbHOCTH B JAHHOMW TPYIIIE XapaKTepu3yeTcs CHIDKCHU-
eMm BCP, uto oTpaxaer mpeoOsiagaHue aKTHBHOCTH CTpecC-
pean3yIoIX MEXaHI3MOB [16], a TaKKe YMEHbIIEHHEM MOILI-
HOCTH CIIEeKTpaibHbIX cocTaBisiomux BCP, uto ¢ mosuiuu
MHGOPMALIMOHHO-PETYJSITOPHOI KoHLenuu [17] xapakrepu-
3yeT HeNOCTATOYHYI0 TMHAMUYHOCTDh BKITIOUCHMS MepapXxude-
CKM OpTaHM30BaHHBIX LICHTPOB BET€TaTUBHOTO 00CCIICYECHNS B
MOJIETTMPYEMYIO IesTeTbHOCTh. BEICOKMIT ypOBEHh AKTUBHOCTH
JIbIXaTeJIbHBIX 3(D(PeKTOpoB Mocae KOTHUTUBHOM Harpysku B
TpymIe 2 0OJIBHBIX SIMICTICHEH TaKKe aCCOIMUPOBaH ¢ (PyHK-
LIMOHUPOBAHUEM CTPECC-PEATU3YIONINX MEXaHU3MOB.

Takum o00pazom, cremudpuKka MeXaHH3MOB O0€CIIeUeHUS
PEe3yIbTaTUBHOCTY MOJEIMPYeMOU IieJeHanpaBieHHO! [e-
SITETBHOCTH Y OOJBHBIX SIMJICIICHEH TeCHO CBfI3aHAa C KIIH-
HUYECKUMM XapaKTepUCTUKaMM 3a0oneBaHus. [lpu 3ToM
HEeJOCTaTOYHAsl Pe3yIbTaTUBHOCTD AESITENbHOCTU Y OONBHBIX
SIUJIETICUE 00y-ClOBIeHa CHIKEHHOM aKTUBHOCTBIO CITEl -
nduveckux abdepeHTHbIX, aCCOLUUATUBHBIX CYOCHCTEM WU
MEXaHHN3MOB MOTOPHOTO OOECIIeUeHMs HEATeTbHOCTH, OHA
COYETAeTCs C M30BITOYHON aKTUBHOCTHIO HecHelUuUIecKux
CTpecc-pealm3yIoInX MeXaHu3MOB. Bce 3To ompenenser
yBeJIrYeHue (PU3MOJOrnIYEecKoi CTOMMOCTH AESTENbHOCTH U,
ClieloBaTe/IbHO, yMeHbleHUe ee 3ddektuBHOCTU. MOXHO
MPEIIONI0XHUTh, YTO HU3KAs 3PGhEKTUBHOCTh MOIEIMPYEMOi
LeJeHANPaBICHHON JAeSTeNbHOCTH OTpaXaeT HeI0CTaTou-
HOCTh COLIMANbHON aganTalliy MalueHTOB M XapaKTepu3yeT-
CS BBIIIEONMCAHHON CMEeU(pUKONA CUCTEMHON OpraHu3aliu
MEXaHM3MOB ITOBEIeHNS B TaHHOIH rpymie. MHTerpaTHBHBIMA
MOAXOA K M3YYEHUI0 MEXaHM3MOB lieJeHallpaBIeHHON maesi-
TeJbHOCTH MALMEHTOB C SMUJIETICUeNl UMeeT OONbILIOE 3Haye-
HUE IS TIPOBENCHMS KaK TUarHOCTUYECKUX, TaK M peaduIn-
TaLlMOHHBIX MEPOTIPUSITUI.
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[IppuMeHeHne Me3eHXUMaJIbHBIX
CTBOJIOBBIX KJIETOK IIpU aTpodpuu
3pUTEIBHBIX HEPBOB Y OOJIBHBIX
pacCesTHHBIM CKJIEPO30M:
MMUJIOTHOE UCCIeO0BaHNE

I.H. Bucara', A.B. Kosanenko!, I.E. Ucaesa', 11.10. Kosanenko!, A.B. Hosunkuii?, 1.B. JTutHenxo!
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Beedenue. Kremounas mepanus paccesnnoeo ckaeposa paccmampueaemcs 8 Hacmosujee 6peMs Kax 00UH U3 Hauboaee nepeneKmusHbIX 6apUaHIMOB AedeHUs npu
OaHHOM mAdcenoM 3a001eBAHUL HEPBHOLI CUCIMEMDL.

Mamepuaavt u memodst. Jlgym nayuenmam ¢ peyuougupyiouie-pemumupyiouum paccesunvim ckaepoom (PPPC), ocaoxcherHbiM uacmuuHoil ampogueil 3pu-
menvHbix Hepeos (A3SH) ecaedcmeue dsycmopotteeo pempo0yab0apHo20 Heapuma, nposedeHo feyeHue ¢ UCHOAb306AHUEM AYMOAOUMHBIX MYAbMUNOMEHIMHBIX
MeseHxumanvhvix cmeonosbix kaemok (MCK). MCK Gbinau nosyuerbi npu nomowu acnupauuorHol Guoncuu KOCmHO20 M032a ¢ NOCACOYIOWUM UX GbloedeHueM,
Kyabmusuposanuem u kpuoxpaneuem. Beedenue MCK nposodunu 6 coomeemcmeuu ¢ pazpabomantbin RpomoKosoM nymem KOPOmKoi 6HympUgeHHol uHpy3uu
8 pecycnerdupyrouem pacmeope 5% eatoxosnl ¢ dobasaenuem 10% aymocvigopomiu 6 koauuecmee 2,0%10%/ke maccei meaa 6 couemaruu ¢ A0KAAbHbIM RAPAOYAL-
Oaprvin seedenuem MCK 6 xonunecmee 10x10° 1 paz 6 mecsy 6 meuenue 4 mecsyes. Konmponvhyio epynny cocmasunu dea nayuenma ¢ PPPC ¢ wacmuunoii A3H,
UMesuite Maiue Jce 03pacm U MANcechtv 3a601e6aHuUSs, KOMOPbie NOAYHANU CMAHOAPMHYIO Mepaniio (Memaboauteckyto u eniokoKoPMUKOUOHyo).
Pesyavmamut. Hegpoaoeuueckoe u Helipoodmansmonoeuteckoe 00cae008anus nposedersi 0o u cnycms 6 Mecaues nocie feyeHus. B nposedenom nusomuom uc-
CcAedosaHul ycmanoeaera besonackocm pazpabomanroeo npomokona sedenus MCK u, coenacho npedeapumensivim OaHHbIM, YMEPEHHAR KAUHUMeCK AR IgeK-
mugHochb mepanuu y Hexypabenvhuix 6oashbix ¢ PPPC ¢ A3H.

Sax.arouenue. Ilonyennsie danHble HO360A7H0M PACUILUPUMD HPOSPAMMY KAUHUMECKUX UCCAC008AHUIL KACHOUHOI MePanul npy PaccesHHOM CK.Aepo3e.

KiioueBble clioBa: paccesublil CKAepo3, 3pumenbHbiil Heps, Ampopust, Me3eHXUMAAbHbIE CME0A08ble KACMKU, MPAHCHAGHMAUUS, 0eMueat-
HU3AUUS, DeceHepaus.

Jlna nuruposanus: bucara ['H., Kosanenko A.B., Ucaesa I.E. u ap. [IprMeHeHMe Me3eHXUMATbHBIX CTBOJIOBBIX KJIETOK ITPY aTpopuu
3pUTEbHBIX HEPBOB Y OOJNBHBIX PACCESTHHBIM CKJIEPO30M: MUJIOTHOE UCCIEA0BAHME. AHHAJBI KITMHUYECKON U 3KCTIePUMEHTATbHON
HeBpoJoruu. 2017; 11(2): 29-35.

DOI: 10.18454/ACEN.2017.2.4

The use of mesenchymal stem cells in optic nerve
atrophy in patients with multiple sclerosis: A pilot study

Gennadiy N. Bisaga', Anzhelika V. Kovalenko', Galina E. Isaeva', Igor' Yu. Kovalenko!, Andrey V. Novitsky?, Igor' V. Litvinenko'

IS.M. Kirov Military Medical Academy, St. Petersburg, Russia;
Clinical Hospital no. 122, Federal Medical-Biological Agency of the Russian Federation, St. Petersburg, Russia

Introduction. Cellular therapy of multiple sclerosis is currently considered to be one of the most promising treatment alternatives for this severe pathology of the
nervous system.

Materials and methods. Two patients with relapsing-remitting multiple sclerosis (RRMS) complicated by partial optic nerve atrophy (ONA) caused by bilateral
retrobulbar optic neuritis received treatment using autologous multipotent mesenchymal stem cells (MSCs). MSCs were derived by bone marrow aspiration/
biopsy followed by isolation, culturing, and cryostorage. MSCs were administered in compliance with the developed protocol by short-term intravenous infusion of
resuspension solution of 5% glucose supplemented with 10% autoserum at a dose of 2.0x10%kg body weight in combination with local parabulbar administration
of MSCs at a dose of 10x10° once per month during 4 months. The control group consisted of 2 patients of the same age with RRMS with partial ONA of the same
severity who received background (metabolic and glucocorticoid) therapy.

Results. Neurological and neuro-ophthalmological examination was carried out before and 6 months after treatment. The pilot study performed demonstrated that
the elaborated protocol for MSC therapy is safe and, according to the preliminary data, therapy was characterized by moderate clinical effectiveness in incurable
patients with RRMS and ONA.

Conclusions. The findings make it possible to broaden the range of clinical studies focused on cellular therapy for multiple sclerosis.

Keywords: multiple sclerosis, optic nerve, atrophy, mesenchymal stem cells, transplantation, demyelination, degeneration.
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Beenenne

Paccestnnniit cknepos (PC) — BocmanuTenbHO-1eMUETUHAZH -
pylolliee ¥ HelipolereHepaTBHOE 3a00IeBaHKeE, TIOpaKalolee
MPEUMYLLECTBEHHO MOJOAbIX Jull (B Bo3pacte 20—40 jeT) u
MIPUBOSIIEe K MOCTeNeHHOM nHBatuau3anuu. PC BcTpeyaer-
cs1 c yactoToit 30—70 cayvaes Ha 100 Toic. HaceneHus B Poccun,
MaKCcHMaJbHas ero yacTota otMeueHa B CeBepo-3amagHoM pe-
rMoHe ctpaHbl. [103aTOMY, TOMHUMO MEIUIIMHCKOM, 3a00j1€eBa-
HHUE UMEET CYIIeCTBEHHYIO COLMAThHO-3KOHOMUYECKYIO 3Ha-
yuMocTs [1, 2].

Onnoil 13 HauboJee BaXKHBIX MPUYMH WHBAIUIU3AINN TIPU
PC sBngeTcs HapymeHHe 3peHHMS ¢ aTpodueil 3pUTeIbHBIX
HepBoB (A3H), KoTOpoe BO3HMKAeT BCIEACTBHME BOCIAIU-
TeJbHOM NeMUESTMHU3ALIMY U IeTeHEPATUBHOTO MOBPEXACHUS
AKCOHOB, OOYCIIOBJICHHOTO IEWCTBHEM KOMIUIEKCA pPa3jny-
HBIX (hakTopoB |3, 4]. Db deKTUBHBIX MeTOOB NeueHust A3H,
Pa3BUBIIENCS BCIENCTBUE TIEPEHECEHHOTO PETPOOYIHOApPHOTO
HeBputa (PBH), Het. JlaHHOE 00CTOSATEIHCTBO OOYCIOBICHO
TEeM, 4TO OOJTBIIIOE KOJTMYECTBO JIEKAPCTBEHHBIX CPEICTB Ipe/-
JIOXEHO [UISl JIEYeHHMs] BOCIAIUTENBHOTO IpoLiecca, a IIpemna-
partoB, 00JagaoIIuX JOKa3aHHOKH CIOCOOHOCThIO 3 (DEKTUB-
HO TOPMO3UTH OBPEXIeHIE aKCOHOB, a TeM 00JIee OKa3bIBATh
pereHepaTMBHOE NEMCTBME Ha HMX, B HACTOSIIEE BpeMs He
cymecTyer [4, 5].

OnHUM M3 MEepCHeKTHBHBIX M MaTOreHETMYECKH HarpaBieH-
HBIX METOIOB JIeUeHHsI HeipomeTeHepaTHBHBIX 3a00JIeBaHMIA,
BKIouas PC, sBasieTcsl TpaHCIUIAHTALMST ayTOJOTMYHBIX ITO-
JIMTIOTEHTHBIX ME3eHXUMATbHBIX CTBOJMOBBIX KieTok (MCK),
00JaaoMX T0Ka3aHHBIM TPOGMUUYECKUM U PernapaTUBHBIM
noTeHLuanoM [6—8]. OxHako npu cucteMHoM BeegeHu MCK
yOeIUTeTbHBIX JTaHHBIX O MOJIOXWUTEILHOM BO3IECHCTBUM Tepa-
MUK Ha 3pUTeNbHBIE QYHKIIMK HE TIONy4YeHo [6, 8], BeposiTHO,
BCIIEICTBUE HemocTaToyHOi KoHIeHTpanun MCK B cTpyKTy-
pax 3puTeNbHOM cucTeMbl. JlaHHbIe 00 3((eKTUBHOCTHU U Tie-
PEHOCUMOCTHU COYETAaHHOTO JIOKATBHOTO U CUCTEMHOTO TIPUMe-
Henust MCK npu TakoM HeKypabenbHoM ocinoxxHeHun PC, kak
A3H, oTcyTCTBYIOT, YTO MO3BONWIIO MHUIIMMPOBATH HACTOSIIIIEE
UCCJIEJOBAHUE.

Lenb nccaenoBanust — OLCHUTH O€30MACHOCTD, IIEPEHOCUMOCTD
1 3¢ beKTUBHOCTD Tepanuu aytonornuHbiMiu MCK mpu ux co-
YeTaHHOM BBefeHUU 60J1bHbIM ¢ A3H, 00ycoBieHHOIT Bocna-
JIUTENbHO-HelpoiereHepaTUBHBIM mpoLieccoM mpu PC.

Marepuabl 1 METOIbI

Bcero 06ctemoBaHo 4eTBEPO MALIMEHTOB C JOCTOBEPHBIM IHUar-
Ho3oM PPPC mo xputepusim McDonald [9], HaxomuBuimxcst
B CTAIVM PEMUCCUU U UMEBIIUX HeKypabenbHyio A3H Benen-
crBue nByctoponHero PBH (Ta6m. 1).

Bce mammeHTH IonayJanu JiedeHWEe OTHMM W3 CTaHOAPTHBIX
MMMYHOMOLY/IMPYIOLIMX TpenapartoB | TuHuM (rmatupaMepom
anerara 20 MI MOIKOXHO exXeIHEBHO, MHTepdepoHOM OeTa-1a
30 MKT BHYTpUMBIILIEUHO 1 pa3 B HEAENIO UM UHTEPHEPOHOM
6eta-16 8 MiiH ME moaxoxHo uepe3 AeHb) He MeHee 12 Mec 1
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HaXOIWJINCh B COCTOSTHUY PEMUCCUH Ha ITPOTSKEHUHT He MCHEe
2 Mec 10 BKIOYeHUs B uccienosanue. Ilpu oboctpenuun PC
BCE MAIMCHTHI B TIPOIIIOM MOIYYaIM IIOBTOPHBIE KYPCHI KOP-
TUKOCTEPOMIHOM Tepanuy METUITPEIHN30JI0HOM BHYTPUBEH-
HO KamnejabHO B 03¢ 3—35 . KputepueM BKITI0OYEHMSI TALMEHTOB
B McclieqoBaHKe Oblia HeKypadenbHocTh A3H, mposiBisionmas-
CS OTCYTCTBHEM B T€UEHUE OIHOTO U 6oJIee JIeT KITMHIIECKOTO
3¢ deKTa Ha 3puTeNbHBIC (YHKIMKA OT MPOBOAMMON BBIIIE-
YIOMSIHYTOM cTaHIapTHOH Tepanuu. CreneHb TSKeCTH 3a00-
JIeBaHU OLIeHUBaJIM 110 LiKajie uHBanuauzaunu EDSS Kurtzke
(1983) [10].

[Iporokon wccnaenoBaHus OAOOpPEH STUYECKUM KOMUTE-
TOM W YYEHBIM COBETOM BOEHHO-MeTWIIMHCKON aKageMUu
nM. C.M. Kuposa. Ayronornunsie MCK mosy4eHsl ipu 1o-
MOIIM acTUMpPalMOHHON OMOTICUM KOCTHOTO MO3ra B KOJH-
yectBe 80—100 My B ycnoBusix cepTuduuupoBaHHO 1abo-
patopun OO0 «TpaHCTeXHOJOTUU» OBUIO MPOM3BEAECHO HX
BbIJIeIEHNE, KYJIBTUBUPOBaHUE U KpuoxpaHeHue [6]. Obpar-
Hoe BBeneHre MCK mpoBomuiu B cOOTBETCTBUU ¢ pa3pabo-
TaHHBIM TIPOTOKOJIOM TyTeM KOPOTKOM BHYTPMBEHHOW WH-
¢dys3um MCK B pecycrieHaupyromieM pactsope 5% TIIOKO3HbI ¢
nobasneHueM 10% ayTochlBOPOTKU B KoauuecTse 2,0x106/kr

Ta6mma 1. XapakreprcTika o0cie10BaHHbIX namueHToB ¢ PC u onTiye-
CKHMM HEBPHTOM B aHAMHe3€e (IBYXCTOPOHHMM)

NapameTps OcHoBHas  KoHTponbHas
rpynna rpynna

MauwenTsl ¢ PC Ne1 No2 Ne3 N4
Mon X M X M
Bospacr, net 27 32 25 27
JnutenbHocTb 3abonesanua PC, net 14 5 7 5
EDSS, 6annbl 4 3,5 3,5 4
CkopocTb nporpeccuposatus PC 0,3 0,7 0,5 0,8

MpumeyaHme: ' CKOPOCTb MPOrPECCUPOBAHMS MPOLIECCA B OTHOCUTENbHBIX €AMHULIAX PACCHMTbI-
B/ KaK COOTHOLLEHME TxecTu 3abonesaHus no Kurtzke (1983) (B Gannax) k ero AiMTensHOCTH
(4mncno ne).

Table 1. Characteristics of the examined patients with MS and optic
neuritis in the anamnesis (bilateral)

Patients with MS Nei Ne2 Ne3 No4
Sex female male female male
Age (years) 27 32 25 27
Disease duration of MS (years) 14 5 7 5
EDSS score 4 35 3,5 4
Rate of MS progression' 0,3 0,7 0,5 0,8

Note: ' — The rate of progression in relative units was calculated as the ratio of the severity of the
disease according to Kurtzke (1983) (in points) to its duration (number of years).
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MaccChl TeJIa B COUYeTaHIH C JIOKAJIbHBIM Iapa0yrb0apHbIM BBeE-
nenreM MCK B xonnuectse 10x10° kieTok ¢ yacToToii 1 pa3 B
MecsIl B TeUCHME 4 Mec.

[TonpobHoe HeltpoodTanbMoIOTMUeCKoe 00CIenoBaHKe BCex
MAIKEeHTOB BKII0Yao: Bu3oMerputo (mo tabmuie I.A. Cus-
11eBa); O(PTaTbMOCKOINIO; OIEHKY TOJIIMHBI COSI HEPBHBIX
BOJIOKOH CETYaTKM Arcka 3putenapHoro Hepsa (CHBC [I3H) ¢
MTOMOIIbI0 ONTHYEeCKOl KorepeHTHoi Tomorpaguu (OKT) Ha
npudope OKT «RTVue 100-2» (mporpammer EMM-5 1 RNFL
3,45); KUHETMYECKYIO M CTaTUUECKYI0 MepuMeTpuio. Kunetu-
YeCcKyI0 MepUMETpUIo TIPOBOIMIIN 110 CTAHIAPTHOW METOMUKE
Ha nipuoope TTPI1-60 Ha Genblii 0OOBEKT pasMepoM 5 MM IS
OLICHKY TieprepruuecKNX TPAHUII M TIOMCKA OTHOCUTEIBHBIX 1
abCOJIOTHBIX CKOTOM, a TaKXe Ha IIBETHbIE 00BEKThI (CUHMIA,
KPAacHBIN, 3eleHbli) M 1BeTOBOi mepumMerpun. CraTuye-
CKYIO0 TIEpPUMETPHIO BHIITOTHSIM 110 CTAaHIAPTHBIM METOANKAM
Ha KOMIIbIOTepHOM aHaiau3aTope 3peHust «Humphrey» («Carl
Zeiss Meditec», [epmanust), moporoeiit TecT 24-2. [lpu aHa-
Jn3e (PYHKIMOHAIbHBIX M3MEHEHUII YYUTBIBAIA OCHOBHBIE
TIePUMETPUYECKIE MHACKCHI: CPEIHEe OTKIOHEHUE CBETOUYB-
CTBUTENLHOCTU ceT4yaTku (MHaekc MD) u marrepH cTaHmapT-
Hoe oTkJIoHeHue (PSD).

JIsi OLEHKM 3pUTENbHBIX BbI3BaHHBIX TMoTeHIManoB (3BII)
Ha peBepCHBHBIN IIaXMATHEIM MATTepH MCIOIb30BaI MHOTO-
(byHKIIMOHATBHBINM KOMITBIOTepHBIN KomIieke «Heiipo-MBIT»
(«HeiipoCodt», MBaHOBO), C OMHOKAHATBHBIM METOIOM pe-
ructpaiu 3BIT o mexmyHaponHoii cxeme 10—20, ¢ mocne-
NYIOIIMM aHAJIM30M IloKa3aresedl JaTeHTHOCTH, aMILTUTYIbI
u opmbi nuka P 3BIL

JI71st OIIEHKH KOHTPACTHOM UYBCTBUTEIBHOCTH MCIIOIb30BAIN
KOMITBIOTEPHBII BapMaHT BU30KOHTpacToMeTpuu (BKM) mo
CTAHIAPTHOI METONMKE M OMHOKYIISIPHBIA HU3KOKOHTPACTHBIIA
tect Croan (LCSLC — Precision Vision, 1aSalle, IL) ¢ mcrions-
3oBaHreM E-tabmmir ¢ ypoBHeM KoHTpacTta 100%, 2,5%, 1,25%.
O06cnenoBaHue TPOBOAWIIN TTOCIE TIONHOM KOPPEKIIMU OCTPO-
THI 3pEHUSI IS AT Ha PACCTOSIHUM 2 M OT TJ1a3 TalleHTa.

Pesyabratnl

BHyTpuBeHHbIe MHGY3UU U MapabyabOapHble MHBEKLUU ay-
tosnornyHeix MCK nepeHocunuch naiueHTaMy yIoBIeTBOPH-
TeJbHO, 0€3 CUCTEMHBIX TOOOUYHBIX 3P (heKTOB. MecTHbIE pe-
aKIMK TI0cjIe Mapadynb0apHbIX MHBEKIIUI B BUIE YMEPEHHOM
00JIe3HEHHOCTH Y TUTIEPEMUU COXPAHSUTUCH 10 3 CYT.

Y nauuenmwxu Ne 1 U3 OCHOBHOW TpYNIMbI MpU MEPBUYHOM
ocmortpe B 2008 T. octpoTa 3penust 6bita paHa 1,0/1,0; mepu-
(bepuyeckue mosst 3peHust Ha Oesiblii 00beKT — HOPMa, Ha 1iBe-
Ta (KpacHbIii, 3eIeHbI) KOHIIEHTPUYECKU CYXEHBI Ha 000X
rnazax. OGTanbMOCKONMS: MOOIeIHEHNE BUCOUHBIX TIOJIOBUH
JI3H o6owux rina3. OKT: cpeansist tonmmua CHBC — 64 MukpoH
Ha npaBoM a3y (oculus dextra — OD) u 65 MUKPOH Ha Jie-
BoM a3y (oculus sinistra — OS), MakyJIsIpHbIi 00beM 5,8 MM?
n 5,6 mm® cooTBeTcTBeHHO. BKM: CHWKeHUE KOHTpacTHOM
YYBCTBUTEILHOCTU B MANa30He HU3KUX MPOCTPAHCTBEHHbIX
vactot Ha 15%. IIpoba Cnoan: 57—7—0 (KOaM4eCTBO TPOYH-
TaHHBIX 3HAaKOB). [IpoBoAMMOE MaIMEHTKE JeYeHHE, BKIIO-
YaBillee BHYTPUBEHHBIE MMMYHOTJIOOYIMHbI, JaKBMHUMOI, a
TaKXe MMMYHOCYIIPECCHUBHBIA IIperapaT MHUTOKCAHTPOH, HE
0Ka3ajio CTOMKOro TopMo3siiero 3cdekra B OTHOIIEHUU 000-
cTpeHuii 3a6oneBanus. B 2009 r. pa3Buiics OBYyXCTOPOHHUIA
PBH co cuuxenuem octpotsl 3penus no 0,3 (OD) u 0,5 (OS).
[ToBTOpHBIE KYpCHI (C MHTEPBATIOM B 2—3 MEC) METUIITPEIHU-
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MeseHxUManbHbIE CTROMOBLIE KNETKM MPI PACCEAHHOM CKAEPO3e
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Puc. 1. /lunaMuka u3MeHeHHnst OCTPOTHI 3peHus y 6016HOM Ne 1. CT]())eﬂKn,
HATIPaBJIeHHbIE BBEPX, — MyJIbC-Tepanus MeTwmpeaau3oonom (1000 mr
Ne 3); cTpesiku, Hanpas/ieHHble BHU3, — BBeaeHne MCK

Fig. 1. The dynamics of evolution of visual acuity in female patient no. 1.
Upward arrows denote pulse methylprednisolone therapy (1000 mg no. 3);
downward arrows denote administration of MSCs

30JI0HA 110 3—5 T BHYTPUBEHHO KaIleJbHO 5 pa3 B TeUeHUe roaa
He MPUBEIU K U3MEHEHHMIO OCTPOTBI 3PEHMSL.

Coycts 3 Mec Imocne IOCIEIHETO Kypca METHIIIPEIHU30II0-
Ha nposeaeHo JeuyeHue MCK, mocie KoTtoporo moctemneH-
HO 3a 6 Mec OCTpOTa 3peHus Ha 00a Ia3a moBbicuIach 1o 0,8
(puc. 1), cpennss romuunHa CHBC — o 69 mukpon OD (uto Ha
5 MUKpOH Ooblie, YeM Mpu uccienoBanuu no tepanu MCK)
u 74 muxkpon OS (yBenmueHHe Ha 9 MHMKPOH), MaKyISpPHBIMA
00beM Takxe yBemauics 1o 5,79 (OD) u 6,68 mm* (OS). BKM:
TOBBIIICHNEe KOHPACTHOM YYBCTBUTEIBHOCTH BO BCEX IHalia-
30HaX MPOCTpaHCTBeHHBIX yacToT Ha 10—20%. Tpoba Croan:
59—21—0 (xonMyecTBO MPOYUTAHHBIX 3HAKOB) (Ta01. 2—4).

B nanbHeiiniem B TeueHue 2 JIET TOJOXUTENbHbIE CABUTH HC-
CIIeIyeMBIX IapaMeTPOB COXPAHSUIMCH C IIPOMOJIKAIOIIMMCS
HEe3HaYMTEIbHBIM TOBBILIEHUEM OCTPOTHI 3peHus 1o 0,9, He-
CMOTpSI Ha KPaTKOBPEMCHHOE, B TE€UCHME 3 Hel CHIDKCHUE
ocTpoTsl 3peHus 1o 0,3/0,5 Ha 00a r71a3a Bo BpeMst 000CTpeHUs
3aboneBaHus, KOTOpoe 010 3(h(HeKTUBHO KyMMPOBAHO BBEIE-
HUEM MeTUIIpeTHU30I0Ha B cymMMapHoii mo3e 3,0 r (puc. 1).
HeobxonrmMo nmoguepkHyTh, uyTo mpeasiayuire (10 kypca MCK)
MHOTOKPATHBIC BBEACHMS METUIIPSIHMU30I0HA HE OKAa3bIBaIH
HUKAKOTO MO3UTUBHOTO JEHCTBUS Ha 3pUTebHbIE (YHKIIMU.
BoccTaHoBNIeHME YYBCTBUTEIBHOCTH K METUITIPEIHU3O0JIOHY
MOXHO OOBSICHUTD UMMYHOMOIYIUPYIOIIUMU U TPODUUESCKU-
mu cBoiictBamu MCK [5].

ITosTopHbIiA Kypc Tepanmun MCK manueHTKe ObUT MPOBENCH
B 2012 r. lo Tepamuu MCK octpota 3penus — 0,9/0,9, mo-
cie — 0,9/1,0 (puc. 1); nmpoda Cnoan: 55—20—10 (zo Tepamuu
MCK) u 59-25—11 (6 mec cmycrs). I[Tepucepuueckue most
3pEHMUsI — B HOPMeE, OLIEHKA LIEHTPAIbHBIX MTOJIE 3peHuS IO PO~
rpamme Humphrey 24-2 BbisiBUIa MONTOXUTENbHYIO AMHAMUKY:
1o tepanut MCK MD (—) 6,96 1b cnipasa, (—) 6,34 nb cneBa;
nocie Tepanuu; MD (=) 5,29 1b u MD (—) 3,81 ab cootBeT-
ctBeHHO. 3BII Ha maxMaTHBIN MATTEPH TakXe BBISIBUIN YITyd-
ILIEHUE MPOBEACHMUS cieBa (B cpeaHeM Ha 9%): 1o neyeHus —
JIaTeHTHOCTB TiHKa P,y 163 (OD) u 165 mc (OS), yepes 6 mec —
P,y 161 (OD) u 145 mc (OS). Cpennsist Tommuua CHBC I3H
CYLIECTBEHHO He M3MeHWnach (Tabna. 3). EDSS ymeHbinuics
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Ta6smma 2. InHaMAKa OCHOBHBIX 0()TAIBMOJIOTHYECKHX M HEBPOJIOTHUECKHX TTOKa3aTeeil y namueHToB 10 1 nocie Tepammn MCK

OcHoBHag rpynna KoHTponbHas rpynna
MeToa nccnepoBaHus Ne 3 Ne 4

il nocne it 10 nocne il nocne
Busometpust no Tabnuue [I.A. CvBLiesa oD 0,3 0,1 0,02 0,02 0,2 0,3
(ocTporTa 3peHus ¢ Koppexuyeii) 0S 0,5 0,2 1,0 1,0 0,7 0,8
KuneTtnyeckas nepumetpus Ha Genblit o6bekr OD 548 548 455 360 360 550 550
(cymma 8 MepuavaHoB) 0S 550 550 460 550 550 550 550
MepumeTpust Ha KpacHblil LIBET 0D 120 260 260 0 0 80
(cymma 8 mepuamnaHoB) 0S 175 220 280 220 220 90 90
OD 6,96/4,03 FRPLER: 16,2/15 BERETCNEN 27,5/6,9 26/7,1 17,2/11,7 BN
MD/PSD
Cramaecka nepuverpu (MD/PSD) 05 634441 ERUREA 62/48 NEAEH 215183 23415 10783 WALRA
20 10 60 60 60 50 50
BV|30KOHTpaCTOMeTpI/|9|, CHUXeHue: oD 10 1] 40 50 50 40 20
;:;‘;;‘:;";’::;?;ﬂx 40 % 100 100 80 60
3 — BbICOKMX YaCcTOTax 80 25 2 % 60 60
(% OT CPEAHECTATUCTUYECKOI HOPMbI) 0s 5 20 0 10 25 20
25 65 0 0 20 20
HWKoKoHTpacribif Tecr Croa U 57-7-0 20-0-0 60-55-45 60-50-40  20-0-0  50-20-0
(kONMY. NPOYUTAHHBIX 3HAKOB)
EDSS (6annos) 4 35 3,5 3,5 4 4

MprMeyaHme: BbifeNeHb! NONOXUTENbHbIE M3MEHEHNS, KOTOPbIE CYLLECTBEHHO YalLe W B 6OMbLUEN CTENEHU 0BHApPYXEHbI B OCHOBHOI rpynne.

Table 2. Dynamics of the main ophthalmologic and neurological characteristics in patients before and after MSC therapy

Main group Control group

Research method No 1 No 2 Ne 3 Ne 4
before after before after before after before after
Visometry according to the table Sivisev 0D 0,3 0,8 0,1 0,1 0,02 0,02 0,2 0,3
(visual acuity with correction) 0S 0,5 0,8 0,2 0,2 1,0 1,0 0,7 0,8
Kinetic perimetry for white object (0))) 548 548 455 500 360 360 550 550
(the sum of 8 meridians) 0S 550 550 460 510 550 550 550 550
Kinetic perimetry for red object op 120 260 260 400 0 0 80
(the sum of 8 meridians) (0] 175 220 280 400 220 220 90 90
. OD 6,96/4,03 BLRLIEEEN 16,2/15 BCREENEN 27,5/6,9 26/7,1 17,2/11,7 BRENTPR]
tati try (MD/PSD
Static perimetry (MD/PSD) 05 634441 ERUREA 62/48 WEADCN 215183 23415 10783 WIA/LRAL
20 10 60 60 60 50 50
Visocontrastometry, decrease: oD 10 0 40 50 50 40 20
2 mcdu fiquencis “ 3 G i
3 — high frequencies 30 25 20 2 60 60
(% of the average rate) 0s 5 20 0 10 25 20
25 65 0 0 20 20
Low conirast Sloan letter chart U 57-7-0 20-0-0 605545 605040 2000  50-20-0
(number of read signs)
EDSS score 4 35 3,5 3,5 4 4
Note: Positive changes have been marked, which are more often and increasingly found in the main group.
Ha 0,5 Ganna. YKazaHHbIE MOJIOXUTENbHBIE CIBUTU OCTPOTHI muardo3 PPPC, momyyan cranmaptHyio Tepanuio 6e3 addexra.
3peHUs COXpaHsUTKCh B TeueHue rofa mocne 2-ro kypca MCK. Octpora 3peHust npu nepsuyHoM ocMoTpe B 2013 . — 0,1 (OD)
B nanbHeiiem 0TMeueHO HE3HAYUTEIbHOE TIOCTENIEHHOE CHU- 10,2 (OS). Tocne Teparmm MCK matmmeHT oTMevas CyObeKTHB-
’kKeHue ocTpoThl 3peHus 1o 0,8 Ha oba rasa (puc. 1). HOE YBEJMYEHUE YETKOCTU ¥ KOHTPACTHOCTH 3PEHMs, CTa JIy4-
1€ pa3aMyaTh LIBETA, MOSBUIACh BO3MOXHOCTb IMOJIb30BaThCS
Tlayuenm No 2 ocHoBHoli rpynmnsl B 2007—2008 rT. mepeHec mo- COTOBBIM TeNIe(POHOM, XOTSI OCTPOTA 3PEHHUS CYLIECTBEHHO HE U3-
BTOpHBIE 3mu301b! AByctopoHHero PBH. B 2008 . ycTaHoBieH Mmenuiace: 0,1 (OD) u 0,2 (OS). [epucepryeckue nos 3peHus
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Ta6mmuma 3. Iokaszarean OKT B 0cHOBHOI H KOHTPOJIbHOI TPYINAX 10 H TIOCJIE TEPATTHH

OcHoBHas rpynna KoHTponbHas rpynna

Mokasarenu Ne 1 Ne 2 Ne 3 No 4
1o nocne hile} nocne hile} nocne 1o nocne
O6bem wakysl (W) oD 588 5,79 4,86 47 5,84 5,6 5,9 59
0S 569 6,68 4,29 70 6.9 5,9 6,0
NepunanunnspHas TonwwtHa CHBC (mkm)
oD 4l 69 7 76 54 40 65 62
Cpennas TonwmHa CHBC (Mkm) 0S 6 87 86 83 8 64 63

I'IpvlmeanMe: BblE/NEHbI MONOXUTENbHBIE U3MEHEHNS!; OH HalLle W B BONbLUEN CTeneHun 06Hapy)KeHbI B OCHOBHOW rpynne.

Table 3. OCT parameters in the main and control groups before and after therapy

Main group Control group

Parameters
o nocne Jile} nocne Jile} nocne 1o nocne
oD 5,88 5,79 4,86 47 5,84 5,6 59 59

0S 569 6,68 4,29 70 6.9 5,9 6,0

Peripapillary thickness CHBC (iim)

Macular volume (mm?)

oo 7 69 7 76 54 40 65 62
Average thickness CHBC (um) 64 87 86 83 84 64 63

Note: Positive changes have been marked, which are more often and increasingly found in the main group

Tabmma 4. DaerTpodu3noIOrMIecKie MOKA3ATeN OCHOBHOI H KOHTPOJIBHO TPYIINI 10 ¥ MOCJIe Tepamin

OcHoBHas rpynna KoHTponbHas rpynna

Mokasarenn No 1 No 2 Ne 1 Ne 2
1o nocne 1o nocne 1o nocne 1o nocne
3puTenbHbIE BbI3BaHHBIE NOTEHLMAMBI HA LIAXMATHbIA NaTTEPH
T oD 163 161 156 149 178 170 149 135
L 0S 165 145 127 125 100 122 127 130

TMpvMeyaHye: BbIAENEHbI MONOXUTENbHBIE M3MEHEHUS!, OHY yalLe 1 B GONbLIEH CTENeHN 0GHAPYXEeHbI B OCHOBHOIA rpyrine

Table 4. Electrophysiological parameters in the main and control groups before and after therapy

Main group Control group
Ne 1 No 2 No 1 No 2
before after before after before after before after
Visual evoked potentials to chess pattern
S oD 163 156 178 149
100 0S 165 145 127 125 100 122 127 130

Note: Positive changes have been marked, which are more often and increasingly found in the main group

Parameters

Ha OeJIblii 00bEKT — KOHLIEHTPUUYECKHU CYKEHBI C HATMUUEM LIeH- Tayuenmra Ne 3 xontponabHoit rpynmnbl B 2007 . mepeHecaa
TpaJIbHOIi a0COJTIOTHOIM CKOTOMBIL. TeM He MeHee TIocIe JIeYeHHS PBH mpasoro rmaza. B 2013 . octpota 3pernsa — 0,02 (OD) u
MCK oTMeueHO MOBBIIIEHNE KOHTPACTHON YyBCTBUTEIBHOCTU 1,0 (OS); nepucdeprueckue most 3peHust Ha OeNblii 0OBEKT:
B IMANA30HE BBICOKMX IPOCTPAHCTBEHHBIX YacToT Ha 20—25%, a CIIpaBa — LIEHTPalIbHask CKOTOMA, pa3Mepsbl 85 (cymMa 110 8 Me-
TaKXe YMEHBIIIEHUE Pa3MepOB LIEHTPAIbHON CKOTOMBI: 10 Jieue- puaMaHaM), ¢ Cy;KEHUEM B HOCOBOM KBaJpaHTe 10 25° OT ToY-
Hust MCK crpaBa — 95 (cymMMa YIJI0BBIX TpaycoB MO § MepUIM- KU (UKCAllMU C HOCOBOM CTOPOHBI; cieBa — HopMma. Odrab-
aHaMm), rmocje — 55, cieBa — 40 1 25 cOOTBETCTBEHHO; OTMEYEHO Mockonus: mpu3Haku dactuuHoit ASH (nmo6nemnenue I3H
TaKXe paclIMpeHue MoJisl 3peHus Ha KpacHbIH 1BeT (00a r1a3a). cnpana). OKT: cpenansis TomuuHa CHBC 54 (OD) u 83 mukpoH
3BII Ha peBepCcUBHBIH IIAXMaTHBIHA MATTEPH HA CTUMYIHI 24' 1 (OS) (mopma OGomee 90 MMKPOH), MaKy/ISIpHBEI 00BeM 5,84
52' BBISIBUIIM YBEIMYEHHUE JIATEHTHOCTU TMKa Py, mo 156 (OD) MM 1 7,0 MM® cooTBeTCTBEHHO (HOpMa Gonee 6,9 mm*). BKM:
u 127 mc (0S). OKT: cpennsist Tommuua CHBC mpaktudecku CHMXKEHME KOHTPACTHOM YyBCTBUTEIBLHOCTM BO BCEM JMara-
He u3MeHuach (tabn. 2). Crenenb TskecTd o 1kane EDSS 30HE MPOCTPAHCTBEHHBIX YACTOT MPU UCCIENOBAHUN TPaBOTO
yMeHblInach Ha 0,5 6ana (tadn. 2—4). J1a3a, cjieBa — TOJBKO B AMAMa30HE HU3KUX MPOCTPAHCTBEH-
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HbIX yacToT Ha 20%. B 2008 . yctaHosien muar€o3 PPPC,
TIPOXOAMIA KYPC CTAaHIAPTHOM Teparmuy (MeTUITIPEIHNU30I0H,
uHTepdhepoH Oeta-1a). Yepes rox: cpentss Toammuaa CHBC —
40(0OD)u 84 muxpoH (OS), MakyIspHBIi 00beM 5,6 MM 11 6,9 MM3
COOTBETCTBCHHO, OCTAjIbHBIC IIOKAa3aTeNu 0e3 ITUHAMUKH
(tabim. 2—4).

Ilayuenm No 4 KOHTPONLHOW TPYIIIBI MEPEHEC MOBTOPHBIE
PBbHB20051:: 820101 —neBbliir1a3, 2012 . — npasbiit. B2009T.
ycTaHoBieH auarHo3 PPPC, mosydan cTaHmapTHYIO Teparuio
(MeTUIMpeTHU30JI0H, MeTaboamyeckyto). Oocnenosad B 2012 1.:
octporta 3penus — 0,2 (OD) u 0,7 (0S), nepudepuyeckue moJs
3peHMs Ha Oeblii 00BEeKT — HOpMa C 00eMX CTOPOH, CKOTOM He
BBISIBIIEHO. O(TaIbMOCKOIHUSI; MOHOTOHHOCTb, IMOONEIHEHME
JI3H. OKT: cpennsist tonumuaa CHBC — 65 (OD) u 64 mukpon
(0S), MmakynspHbIit 06beM — 5,95 MM> 1 5,86 MM? COOTBETCTBEH-
Ho. BKM: cHIXeHre KOHTPACTHO YyBCTBUTEILHOCTH BO BCEM
JMala30He MPOCTPaHCTBEHHBIX YacTOT Ha oba miasa 10 50%.
Yepes roa nokaszareu HeBposorndeckoro ocmorpa (EDSS 4,0
Oanna) He u3mMeHunuch. [Ipyu HelipoohTATEMONTOTMIECKOM OC-
MOTpE OCTPOTA 3pEHMsI, KOHTPACTHAsI YYBCTBUTEILHOCTD, CBE-
TOBAs YyBCTBUTEILHOCTh HECKOJIBKO MOBBICUIKCH, OMHAKO 00-
palaeT BHUMaHUe OTpUliaTeIbHas TMHAMUKA TIPY TIPOBEACHUN
metona OKT — cpennsist Tommuna CHBC 62/63 mukpon (OD/
0S), 4TO MOXET CBUIETEILCTBOBATH 00 AKCOHOMATHH, TIPU STOM
MaKyJISIPHBIA 00beM MPAKTHYECKH He M3MEHWICT — 5,9 Mm3
1 6,0 MM® COOTBETCTBEHHO (Tab1. 2—4).

O0cyxnenue

Takum 00pazoM, B HACTOSIIIIEM MJIOTHOM MCCIIEIOBAHUM Jiede-
Hue PC ¢ momorbio cucreMHoro u MmectHoro BeeneHust MCK
MaleHTaM OCHOBHOM TPYIIITBI YIIYUIIMIO 3PUTENbHBIE (DYHK-
UK (M0 OOBEKTUBHBIM TaHHBIM) U CHU3WIO BBRIPAKEHHOCTH
HEBPOJIOTMYECKON CHUMIITOMATUKMA M CTeNeHW WHBAJIMIM3a-
mun Ha 0,5 6amra (mo mkane EDSS). B 1o xe Bpems mocre-
MEHHOE JIETKOE CHWXXEHUE OCTPOTHI 3pEHUS Yepe3 Trofl Mocie
nipexparenus nedeHnss MCK y mepBoii marmeHTKy, a Takke
nocteneHHo yxynmenue mokasarenaeir OKT y Bcex manmeHToB
CBUJIETENILCTBYIOT O MPOAOJIKAIOIIEMCS] CHYDKEHUM TOJIIMHBI
CHB /I3H B GONBIIMHCTBE CEKTOPOB CETYATKM, HECMOTPS Ha
MIPOBEICHUE JICYSHUSI, YTO, OYEBUIHO, OTPAXAET COXPaHEHNE B
1IeJIOM BOCTIAJTMTEILHOTO M HEPOIeTeHEPaTUBHOTO TIPOIIECCOB
B HHC. Ilpu 3TOM CHIKeHME TOMIIMHBI CETYATKU TPH Jieye-
Hur MCK (B 0CHOBHO¥ Tpymmne) ObLI0 BBIPAXEHO B HECKOJb-
KO MEHBIIECH CTENEHU, YeM B KOHTPOJIBHOM TPYIIE, OXHAKO
JaHHble Pe3YJIbTaThl HE SIBJSIOTCS OKOHYATENbHBIMM BBUIY
OrpaHMYCHHOM BBHIOOPKM IAIIMEHTOB. [lomyueHHBIE pe3yibra-
THI IOATBEPXAAIOT MPEATIONO0KEHKE O TOM, YTO TPOhUUYECKOE 1
uMMyHoMony mpytomiee neiictsrue M CK mpu HemorHOM ozaB-
JIEHUU BOCTaJleHHs1 He MOXET OCTAaHOBHUTh TEKYIIUI Mpoliecc
HeliposieTeHepaluH.

[MTatorenes PC ckianpiBaeTcss U3 KOMIUIEKCA ayTOMMMYHHbIX
peakiuii, MPUBOASIINX K MHMLMALIMY BOCHAJICHMS, HAIPAB-
neHHoro npotus aHtureHos IIHC. B To Bpems Kak obocTpeHue
PC saBnsietcs pe3yasTaToM aKTHBHOTO BOCHAJICHMS, B OCHOBE
MIPOTPECCUPOBaHMS 3200 IeBaHMS JIEXAT IPOLIECCH Helipoere-
Hepaiuu. B HacTosIee BpeMst 04€BUIHO, UTO YTpaTa HEMPOHOB
1 ¥IX OTPOCTKOB OIOCPEAYETCSI MHOTMMM MEXaHM3MaMMU, BO3HM -
Kasi ¥ TIPOIOJIKAsICh IaKe TP OTCYTCTBUM aKTUBHOTO BOCIIAJIe-
HUsI, OMHAKO BOCHAJEHUE COXPaHSET CBOE Beylliee 3HaueHHe
B MHULMALIMY U TTOAAEpKaHUM HelipoaereHepauuu |1, 2].

CoBpemenHble MeTonuku MPT u ToHKMe matoMopdosoru-
YecKre MCCIIeNOBAHMS TOKA3aIM, YTO KaK OdYaroBble, TaK U

34

muddysuble nopexaeHnsd LIHC mpu PC otMeuarorcs yxxe Ha
PaHHMX 3Tanax 00Je3HU. DTO MPUBOIUT K MOBPEXICHUIO 00JIb-
IIOTO YMC/Ia aKCOHOB, BKIIOYAst aKCOHBI 3pUTELHOTO HEpPBa,
Jaxe MpU OTCYTCTBUU peTpoOyIpdapHoro HeBpuTa [1, 4]. Tepa-
s PC B uneane, moMuMo BO3IEHCTBUS Ha BOCTIATTMTEIbHBIIA
MpoliecC, AODKHA 3aIIUTUTh OCTABIIUECS XXKU3HECTIOCOOHBIC
KJIETKM, a TakKXKe YBEIMYUTh PETeHEpaToOpHYI0 CIIOCOOHOCTDH
KJIETOK MM TIONHOCTBIO 3aMEHUTD MOBPEXICHHBIC KICTKH |5,
6]. BoJIBIIMHCTBO COBpEMEHHBIX METOOB JIEUeHMsI HarpasJiie-
HBI Ha MTOfIaBJIEHUE BOCTIAJICHUS, XOTSI IMEHHO TIPOLIECCH Heli-
PONPOTEKIUM U PEreHepalvy SIBISIOTCS CaMbIM XeJTaeMbIM
pesyasraTom neueHus PC [5].

OmHMM U3 TIepCIIeKTUBHBIX M TATOTEHETUUECKH OOOCHOBAH-
HBIX MOAXOMOB K JieueHnto PC u apyrux maronoruii HepBHOIA
CHCTEMbI TIPU3HAEeTCs ayToJorM4Has TpaHcrianTanus MCK.
IMpenmymectBoM Tepamuu ayTodormudHeiMu MCK sBisteTcst
JOCTYITHOCTb KJIETOYHOTO MaTepuaja, BO3MOXHOCTb MHOTO-
KPaTHOTO PeKYJbTUBUPOBAHUS KJIETOK B YCIOBUSIX in Vitro 6e3
MOTEepU OMOJIOTMIECKMX CBOMCTB, OTCYTCTBUE PHCKA OHKOTE-
He3a, YIpa3JHeHe MHOXECTBA STUYECKUX OrpaHndeHui [4] .|
Y ucrokoB (hopMupoBaHUS YICHHS, ITOATBEPKIAIONIETO Te-
OpMIO THMCTOT€He3a Ha OCHOBE IPMHLUIA IOCIeI0BaTe/b-
Holt M HEepeHINPOBKY KJICTOYHBIX IEMEHTOB OT MCXOTHOM
(cTBOJIOBOI KIIETKM) K Je(PUHUTUBHBIM KJIETOYHBIM (hopMaM,
CTOSUT BbIOAIOLIMIACS pyccKuit tuctonor A.A. MakcumoB —
aBTOp YHMTApHOIi Teopuu KposeTBopeHusi (1906—1908 rr).
B 1960-¢ rr. B Poccuu 6uonoru A. @punenmreitn u . Yeprkon
OTKpBUI B KOocTHOM Mo3sre MCK, obnagaromiye yHUKaJIbHOM
pereHepalMoHHOi crocobHocThio [7]. MCK MoryT cnoco6-
CTBOBaTh BoccTaHOBNIeHUIO moBpexaeHHoi [THC, BeposTHee
BCEro, MOCPEICTBOM T'YMOPAJIbHOTO BIMSHUS 33 CYET BBICBO-
00X IeHMsSI MHOXECTBA TpO(UUECKUX (PAKTOPOB U OMONOTHYE-
cKM akTUBHBIX BemecTB. Kpome Toro, MCK oGmamaroTr Takke
CEJIEKTHBHBIM MMMYHOCYIIPECCUBHBIM 3(P@EKTOM, TOIaABISS
AKTUBHOCTb ayTOPEaKTUBHBIX T-TUM(OINTOB, CCHCHOMIN3H-
POBaHHBIX MPOTUB COOCTBEHHOro MMenuHa. Bce 310 ompene-
JIeT TPOYHBIA TeopeTHIeCcKWiA (HYHIAMEHT IS MPUMEHECHHS
MCK B TepaneBTHUECKUX LETSIX [7].

B Hacrosiee Bpemsi B ctpaHax EBpomnbl, ABctpanuu u Kanane
3aBEpINAETCsl MHOTOLEHTPOBOE I1alle00-KOHTPOIMPYEMOE UC-
cnenosanue 111 ¢azer MCK nipu PPPC, B xoTopoM mpeaBapu-
TEJIbHO TOMYYeHbl TOCTOBEPHbIE MOJOXUTEIbHbIE PE3YbTaThl
[8]. OmHako B 3TOM uccaenoBaHUK 3GhGHEKTH Ha 3PUTETBbHYIO
CHCTEMY HE OIMCaHbI, BEPOSITHEE BCETO MOTOMY, YTO OHO HE
npenycMmaTpuBaio MectHoro npumeHeHrss MCK npu PC u A3H.

BosmoxHocts npumenenust MCK npu PC mpencraBnsiercst
BEeCbMa IMEPCHEKTUBHOM, T.K. Y 65—78% 0o0/bHbIXx PC BbIsB-
JIIOTCS CUMITTOMBI HapYLIEHUS 3pUTEIbHBIX (YHKIMIA: CHU-
XEHUE OCTPOTHI 3PEHUSI OHOTO WJIM OOOMX TJ1a3, U3MEHEHUEe
ToJIei 3peHus, TIOSIBJIEHNE CKOTOM, HEYETKOCTh N300pakeHHs
MIPEAIMETOB, MOTEPs SIPKOCTU BHACHHUS, MCKAaXEHWE I[BETOB,
HapylieHue KOHTpacTHOCTH [3, 4]. OmHO Wb CHUCTEMHOE
BBefeHre MCK MoxkeT He MOo3BOJUTH CO3laTh JOCTATOUYHYIO
KOHIICHTPAIMIO KJICTOK B 3pUTEITbHOM HEPBE BBUIY HAMUMS
remarosHuedannyeckoro 6apnepa (I'Db), mosromy momon-
HUTEJIbHOE Mapalyab0apHOe BBEICHUE C YYETOM BO3MOXHOTO
yactnyHoro nospexaeHus Db npu PC, BepositHO, croco0-
CTBOBAJIO CYIIECTBEHHOMY YJIYYIIECHUIO 3pPUTENbHBbIE (PYHK-
LUK Y TIepBoit TarmeHTKy. [looxuTenbHbIe, HO MEHEe OIHO-
3HAYHbIE Pe3YJIbTaThl BO BTOPOM Cllydyae TPEOYIOT pacIidpeHus
TPYIIIB MMAIMEeHTOB, mojydaromux gedenne MCK mo paspa-
OotaHHOI cxeMe. TakuMm 00pa3oM, Halll OTBIT CBUAETEIbCTBY-
€T, YTO COYeTaHHOE (JIOKaJTbHOEe M CHUCTEMHOE) TpUMEHEHNE



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust
Me3eHxMMabHble CTBONIOBbIE KNETKY M PACCESHHOM CKIIEP03e

MCK y manmeHToB ¢ peluanBupyole-peMuTTapyomuM PC, Kypca siedyeHus. s onpenenaeHus: KIMHUIECKON 3(PheKTrB-
ocnoxHeHHbIM PBH 1 A3H, siBnsietcs 6e30macHbIM U Xapak- HOCTH JJaHHOTO MeToja JeueHus TpeOyIoTCs JaNbHeHIIe uc-
TCPUIYCTCA XOpOLHCﬁ NEPECHOCUMOCTLIO. [ToOounbIE 3(1)(1)CKTLI, CJI€O0OBAaHUS B COOTBETCTBUU C TpC6OBaHI/IHMI/I JIOKa3aTeIbHOMN
UCKIoyasa JETKME KpaTKOBPEMCHHbBIE MECTHBIC PEaKIIMU, 00- MCIUIMHBI C YYaCTUEM JOCTATOYHOTO YK CJIa MallMCHTOB.
ycoBeHHbIe apadynbbapHbiM BBeneHueM MCK, otcyTtcTBo-

BaJIM KaK HEIIOCPEACTBEHHO B OKanIui IEpUOJ ITOCJIE BBE- Aemopbt 3asa64a0m 00 omcymcmeuu ICOH¢./llllCmtl unmepecoe.
NIEHUs KIETOYHOTO MaTepuaa, Tak U Toc/ie 3aBepLIeHMs BCETo The authors declare there is no conflict of interest.
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OPUTI'NMHAJIbHBIE CTATbU

SKCHepHMeHTaJII)HaH HEBPOJIOruA

OuneHka >pPEeKTOB KJIETOYHOMN
Tepalny Ha BOCIIPOU3BEICHUE
YCJIOBHOT'O pedJieKca MaCCUBHOIO
n30eraHus y KpbIC
C XMHOJIMH-UHAYLIUPOBAHHOM
MOJICJIbIO 00JIE3HU [ eHTUHTITOHA

A.B. Crasposckas', E.B. Hosocanosa?, H.I. Ammuxosa', A.C. Onpmanckuii', A.C. 'ymuna’,
E.B. Konosasosa', LA, I'pusennnkos?, C.H. Miiapuomxun’

'OI'BHY «Hayunwii yenmp nesponoeuu», Mockea, Poccus;
YOIBYH «Hucmumym monexyasiproii eenemuxu» PAH, Mockea, Poccus

Beedenue. Modens c ssedenuen xunoaurosoii Kucromol (XK) 6 cmpuamym kpoic 60cnpoussoum mHoaue KAuHuko-mopoaoeuteckue Xapakmepucmuxu 001e3Hu
Tenmunemona (BI). B cuay pamanvioeo xapakmepa bl axmyanvhbiv seasemcs nouck sggexmusnbix Menooog ee AedeHis, 00HUM U3 KOMOPbIX A617emcs
C030aHue HeliponpomeKmopHoli cpedbl 015 3aMe0neHUs MeKYujee0 OeeeHepamuUH020 NPOUECCA U/UAy 3aMeuleHus NOUOUILX HeliPOHO8. IMo MOJNCHO OCYiecmaUmb,
8 YACMHOCIU, NOCPeACMEOM MPAHCAAGHMAYUY KAemok, 001a0atouux cnocobHocmblo K HelipoHaabHoll dughdepeHyuposke u uHmezpayuL 8 COOmaemcmayiouue
CMPYKMYPHO-(DYHKYUOHANbHbIe UepeOpanbhbie cemu.

Heav uccaedosanus. Ouenka ddpexmusrocmu u Gesonachocmu mpancnaanmayuu 8 cmpuamym kpoic ¢ XK-unoyyuposanoii modeavio bI Heilponanshbix npeo-
UlecmeeHHUK08, OupepeHUUpoBarHbIX U3 UHOYUUPOBAHHBIX NAHPUHOMEHMHbIX cmBonosblx Kaemok (HIICK) 300posoeo doropa.

Mamepuaavt u memodst. Hecaedosanvi dexmbl Hellpompancnianmauui Ha 0cnpou3ssederue yca08Hoeo peghaekca NAcCUBHO20 U30e2anus y Kpbic ¢ M0OeAbI0
BT, svi3eannoii ssedenuem XK 6 xeocmamoie sdpa. B ocrosHoll epynne Jcugomubix (n=8) 6 kauecmee MpaHcnAGHMUpyeMoeo Mamepuana 8 Xeocmamoie 0pa
6600UU Hen0sedecKie Heliporanbhble npeduecmeentuxy (1x10° 6 10 mka dusuosoeuteckoeo pacmeopa yHUAAMePasbHO, Ha CMOPOHE NOBPENCOEHUS), NOAYHeHHbIE
u3 UIICK 300pogoeo doropa; 6 koHmpoabHoll epynne (n=8) — gusuosoeuseckuii pacmeop. Tecmuposarue Yca08HbIX Peakyliil NACCUBHO20 U30e2anUs nPposooUAl ¢
nomouybio npoepammol ShutAvoid 1.8.03 na yemaroske gupmor Panlab Harvard Apparatus (Spain).

Pesyasmamot. [lpu mecmuposanuy eocnpoussedenus peakyuii RAccUsHoeo uzbeeanus Obino 0OHapyceHo, umo esedenue XK 6 xeocmambie 50pa mo3ea Kpoic
docmosepHo 0caabasn0 yeaosHble peakyuu. Helipompancnianmayus HeilpoHanbHbix npeduiecmeernukos, noayyentuix u3 UIICK, umesa omuemausniii mepanes-
muteckuti 3pexm u ynpouusa peaekc naccugroeo usbeeanus. Ha npomsacenuu eceeo nepuoda mecmuposanus (7 cym nocie Hanecerus 601e60eo0 6030elicmeus)
IKCHEPUMEHMANbHbIE JCUBONMHbIE AUOO B0BCE He Nepexo0uU 8 MeMHblI omcek, A0 nepexodunt ¢ GoAbUUM AAMEHMHbLM ePUOCOM.

Saxarouenue. Heiipompancnaanmayus ¢ ucnoabzoearuem npoussoonsix HIICK 6 sxcnepumerime no3eoasem yayuuiumy CoXpaHeHue NAMAmHO20 cAeda y Kpbic ¢
XK-undyuuposarroii modeavio bI, umo cnocobcmeyem KoppeKuuu KoeHUMUBHbIX HAPYUieHUT], 8bI36AHHbIX 86e0eHUeM HelpOMOKCUHA.

Kmouebie c10Ba: xunoaurosas Kucioma, 60aesto lenmunemona, ycaoeHbiii pehaeKc naccugnoeo usde2anus, Hapyuerue namsmuozo creda,
HelpoOMpaHcnAGHMAYUA, HellpOHANbHbIE NPeOuleCMEeHHUKU, UHOYUUPOBAHHbIE NAKOPUNOMEHMHbLE CINBON0BbIE KACHKU.

Jlns nuruposanus: CraBpoBckasi A.B., Hoocanosa E.B., SImmukosa H.T. u ap. OneHka 3¢ hekToB KJIeTOUHOM Tepanuu Ha BOCIIPOU3-

BeIeHHE YCIOBHOTO pedhiekca MacCMBHOTO M30€TaHMs Y KPBIC ¢ XMHOIMH-UHIYIIMPOBAHHOM MOZIEITbIO 00I¢3HN [eHTMHTTOHA. AHHAJTBI
KJIMHUYECKOH 1 9KCIIepUMEHTaIbHOI HeBpooruu. 2017; 11(2): 36—41.
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OPUTMHAIBHBIE CTATBU. SkcnepvMeHTanbHas HeBposorus
B03MOXHOCTM KNETO4HOIA TepanumM Ha Moaenax HeﬁpOﬂeFeHepaTVlBHle 3ab0neBaHuii

Introduction. The model involving injection of quinolinic acid (QA) into the rat striatum simulates many clinical and morphological characteristics of Huntington’s
disease (HD). Searching for effective treatment methods is rather topical because of the fatality of HD. One of such methods is to create a neuroprotective
environment to slow down the current degenerative process andy/or replace dead neurons. In particular, this can be performed by transplantation of cells capable
of undergoing neuronal differentiation and integration into the proper structural and functional brain networks.

Objective. To assess effectiveness and safety of transplantation of neural progenitors differentiated from induced pluripotent stem cells (iPSCs) harvested from
a healthy donor into the striatum with QA-induced model of HD.

Materials and methods. The effects of neurotransplantation on reproduction of the conditioned passive avoidance reflex were studied in rats with the model
of HD induced by injection of QA into the caudate nuclei of the striatum. In the study group (n=5), human neural progenitors (Ix10° per 10 ul of normal saline
unilaterally, on the injured side) derived from iPSCs harvested from a healthy donor were injected into the caudate nuclei as the transplanted material; normal
saline was injected in the control group. The conditioned passive avoidance responses were tested using the ShutAvoid 1.8.03 software on a Harvard apparatus
(Panlab, Spain).

Results. When testing the reproduction of the passive avoidance responses, we found that injection of QA into the caudate nuclei of the rat brain reliably reduced
the conditioned responses. Neurotransplantation of neural progenitors derived from iPSCs had a clear therapeutic effect and reinforced the passive avoidance
reflex. During the entire testing period (7 days after exposure to the pain stimulus), the experimental animals either did not visit the dark compartment at all or
visited it with a long latency period.

Conclusions. Experimental neurotransplantation using iPSC derivatives allowance to improve storage of trace memory in rats with QA-induced model of HD,
which contributes to correction of cognitive impairments caused by administration of the neurotoxin.

Keywords: quinolinic acid, Huntington’s disease, conditioned passive avoidance reflex, trace memory disturbance, neurotransplantation,
neural progenitors, induced pluripotent stem cells.

For citation: Stavrovskaya A.V., Novosadova E.V., Yamshchikova N.G. et al. [Assessment of the effects of cellular theraply on reproduction
of the conditioned passive avoidance reflex in rats with quinoline-induced model of Huntington’s disease]. Annals of Clinical and
Experimental Neurology. 2017; 11(2): 36—41. (In Russ.)
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Bsenenne TepaleBTUICCKUX BMEIIATEbCTB B HAYIHBIX UCCICIOBAHUSIX
ucnosb3yoT Moaenu bI' Ha XXMBOTHBIX. BoJIbIIMHCTBO Mojie-
bonesns Tentunrrona (BI') sBasieTca daTanbHbIM Helpoae- JIel Ha/IeXXHO MOBTOPSIOT HEBPOMATOJIOTHUIO U CUMIITOMATH-
reHepaTUBHBIM 3a00JIeBaHUEM, KOTOPOE BO3HUKAET B Pe3yilb- Ky 00je3Hu. XuHonuHoBas Kuciora (XK) sBiasieTcss ofHUM
tate MyTauuu B reHe IT15 [1], mpuBoasieir K 06pa3oBaHUIO 13 Haubojiee 4acTO MCIOJb3YEMBIX 3KCAMTOTOKCHYECKUX
MmytanTtHoro Oenka (mHTT) ¢ aHOMaTbHBIMU TOJNUITIyTA- areHToB B Moge/ax bI' Ha rppI3yHax. DTa aMUHOKHUCIIOTA BBI-
MaTHBIMH ITOBTOpaMU. MYTaHTHEINA O€JIOK HAaKaIlJIMBaeTCs B 3bIBaeT THOETb KJIETOK MOCPEICTBOM CBSI3BIBAHUS C pellem-
HeMpOHAX CTPUATyMa, a TAKXe B Pa3IMYHBIX 00JACTIX KOPHI, Topamu N-metui-D-acnaparnHoBoil kuciaotel (NMDA) B
TajaMyca, TUIoTajaMyce ¥ KOMIAaKTHON YacTu YepHOii Ccyo- CTPUATHBIX HEHpPOHAX, TeM CaMbIM UMMTUPYS MEXaHU3MBbI
CTaHIIN, ITPH 3TOM OH IIPOSIBIISIET TOKCHIECKOE NeHCTBHE, KO- rubenu HelipOHOB, KOTOPbIE HAOMIONAIOTCS B MO3TE OOJTbHBIX
TOpOE MPUBOAUT K THOEIH KJIETOK MOCPEICTBOM MEXaHU3MOB, ¢ BI'[15, 16].
KOTOpBIE OCTAIOTCS HE BIIOJHE SICHBIMY. HavuaapHbBIE CUMITTO-
Mbl BI' BKiI1o4aloT B ce0sl KOTHUTUBHbBIE HAPYLIEHUSI U TICU- Ilesbio padoTHI OBLTO M3ydEHYE BIMSHIS MHTPACTPUATHOM TPaHC-
XMaTPUIECKHME PacCTPOICTBA, TAKME KaK Pa3apaXkuTeIbHOCTD, TIAHTALA HEeMPOHAITBHBIX MPEAIIECTBEHHUKOB, TH(hepeHI-
arpeCCUBHOCTD U IETIPECCHsL. DT CUMIITOMBI TIPEIIIECTBYIOT POBaHHBIX W3 MHIYLIMPOBAHHBIX ILTIOPUIIOTCHTHBIX CTBOJIOBBIX
HETPOM3BOJbHBIM MOTOPHBIM PacCTPOMCTBAM, OBICTPOIA IMO- kietok (UI1CK) 3mopoBoro goHOopa, Ha BOCTIPOU3BeEHHE YCIIOB-
Tepe Beca M, B KOHEYHOM MTOre, CMEPTH MPUOIU3UTENBHO HbIX peakimii maccuBHoro usderanust (YPIIN) y kpeic, ¢ Moze-
gyepe3 15—20 et mocyie MOSBICHUST ABUTATEIbHBIX CUMIITO- Jb10 BT, MHIy1IMpOBaHHO# XMHOMIMHOBOM KHMCIIOTOIA.
MoB [2, 3]. @apmakotepanust bBI' ocobeHHO 3aTpynHeHa n3-
3a TOTO, UTO CJIOXHBIC M MHOXKECTBCHHBIC TIOBPEKICHUS TO- Marepuanbl 1 METOIBI
JIOBHOTO MO3Ta Y€ Pa3BUThl K MOMEHTY NePBbIX POSIBJICHUI
CUMIITOMOB. MaJoBEepPOSITHO, YTO TaKOe ITOBPEKICHHUE MO3- PaboTa ObIIa BRITIOMHEHA Ha KphIcax-camiax JuHuKM Wistar B
ra, Kak Tu0enb HelipoHOB, BhI3BaHHas HakoruieHneM mHTT, Bo3pacte 3—4 mec (n=24). 2ZKuBOTHbIE COAEPKANUCh B BUBAPUU
MOXHO BBUICUUTh MUCKITIOUUTEIBHO JIEKAPCTBEHHOM Teparm- WHCTUTYTA TIPU CBOOOTHOM JIOCTYIE K TIMILE U BOIE M €cTe-
eil, M03TOMY COBPEMEHHBIE METOIBI JICUCHHUST COCPEIOTOUCHBI CTBCHHOM YepeqOBaHUH CYTOUHOI ocBeneHHocTH. Comepka-
Ha CO3MaHMM HEeWpONpPOTEeKTOPHOM CPeAbl I 3aMeIeHUS HUE XUBOTHBIX W MTPOBEICHNE SKCIIEPUMEHTOB OCYIIECTBIISITH
MOTepy HEHPOHOB /WM 3aMeHBI YTpadeHHBIX HEHPOHOB. B COOTBETCTBUM ¢ MeXIyHapomHbIMK mpaBwiamu «Guide for
K HactosimieMy MOMEHTY MHOTOUYMCIEHHBIE HUCCeI0BaHUS the Care and Use of Laboratory Animals».
MOKa3aIM MPUHIUIINAIBHYI0 BO3MOXHOCTh ITOMYYSHHS IIO-
JIOXKUTENBbHBIX 3¢ (eKToB KiaeToyHoi Tepanuu [4—8]. OnHa- Jng monyyeHust Tokcuueckoit moaenu bI' kpricam Bo Bpemst
KO CETOIHS, B CHIIY Psa MPUHIUINAIBHBIX IIPEUMYILNECTB, B CTepeoTaKCHIecKHX onepanuil BBoamin 300 HM XUHOIIMHO-
LIEHTpe BHUMAaHMS MCCIIEN0BaTeNiell HaXOOUTCS HUCIOJIb30Ba- BOM KHUCIIOTHI B 5 MKJI (DM3HOJI0TMYECKOro pacTBopa (n=16).
nue UTICK mis neveHus HeiliponereHepaTMBHBIX 3aboneBa- BBeneHue ocymecTBIsLIN yHUIATepaIbHO, B TPaBblil CTpUa-
Huit, B yactHocTH, BI' [9—14]. TyM. B neByto cTopoHy BBOOMIN (DU3HONOTHUESCKUIT pacTBOP
B TOM Xe o0beMe. JIOXKHOOMepUPOBAaHHBIM XXUBOTHBIM OU-
Ins u3ydeHWs TaToreHe3a 3a00JieBaHMS, IJIS BEHISIBICHUS JatepanbHo BBoamIu puspactBop (n==8). Yepes 2 Hex mocie
obyacTeil Mo3ra, WCIBITHIBAIOIIUX CTPYKTYpHbIE U (DYHK- BBEIICHUSI TOKCMHA XWBOTHBIC C BBEAECHHUEM XUHOJMHOBOIA
LIMOHAJTbHBIC HAPYIIEHMSI, a TAaKKe JJISI OLIEHKH BO3MOXKHBIX KHUCTOTHI OBUIM pa3leleHbl Ha aBe Tpymmbl. Kpeicam mep-
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BO¥ I'PYIIIIHI («JIeUeHbIe» KPBICHI, N=8) BO BpeMsI IIOBTOPHOI
CTEPEOTAKCUYECKON OMepaluu OCYLIECTBISUIM BBEAECHUE B
MOBPEXICHHYIO 00J1aCTh CTpUATyMa YeJOBEUECKMX KJIETOK,
nonyyeHHbix u3 UIICK ot 3mopoBoro noHopa u guddepeH-
LIMPOBAHHBIX 110 HEHpOHaIbHOMY TUITY. JudbepeHIUPOBKY
MIPOBOAMJIM B COOTBETCTBUU C OTTMCAHHBIMU PaHEE TIPOTOKO-
Jnamu: nepBoHavyaabHO U3 MITCK 6blau mosydeHsl Helipoc-
(beprl, KOTOpHIE majee pa30MBATIICH 10 MOHOKJIETOUHOI Cy-
CIIEH3UU U KYJbTUBUPOBAIUCH B Cpelle /ISl HEMPOHAIbHOTO
pocra [9].

JInst cTepeoTakCMuecKoro BBEACHUS! XWHOIMHOBON KHUCIOTHI
OBUTM KMCTIONB30BaHKI clieayione koopauHatel [17]: AP=1,5;
V=2,5; L=4,8; n1s BBeAeHUs HEeHPOHAIbHBIX MpPEIIIECTBEH-
nukoB, nonydennsix u3 UIICK, — AP=0,9; V=25; L=5,5.
B xauectBe aHecte3uu npumeHsM 3oi1etin 100 B moze 3 mr/100 1
1 KCHJIAHWT B 103€ 3 MI'/KT BHYTPUMBILIEYHO, IS TpeMeIKa-
LU UCTOJIb30BaIu aTponvH B 1o3e 0,04 Mr/Kr nookoxHo 3a
10—15 MMH [0 BBeIeHUSI KCUJTaHUTA.

B xBocratoe sapo crnpaBa BBoguIM cycrensuio 1x10° mudde-
PEHIIMPOBAHHBIX KIeTOK B 10 MKI (DM3MOIOIMYECKOTO pac-
TBOpa. CycnieHsuto Habupanu B 10 MK MuKpounpui [amuib-
TOHA W BBOIMJIM C TIOCTOSTHHOI CKOPOCTBIO B TeUeHHE 7 MUH
(0,7 mxi/mun). Tlocne MHBEKUMM MUKPOLIMPULL OCTaBJISLIN
Ha MecTe B TeUeHHUE ellle 3 MUH, 3aTeM MEIICHHO M3BJIeKaIn
B TeUCHME OIHOU MUHYTHL. B IIpOTHBOIOIOXHOM MOJTyIIAPUM
TIOBTOPSIIM TIPOLIECC BBEACHMS, HO B XBOCTAaTOE SIIPO BBOIM-
T (PU3MOIOTMUECKUIT pacTBOp. 3a OOVH ACHB J0 OIEpalluy U
najiee exXeqHEBHO B TEUSHUE BCEro SKCIEPUMEHTA XKHUBOTHbIE
TIONTYYaTi IIMKJIOCTIOPHH B 03¢ 15 MI/KT.

KoHTpoIbHBIM («HENeYeHBIM» ) SKMUBOTHBIM (n=8) BO BpeMs Io-
BTOPHO# onepauuu BBOAWIM (PU3MONOTUIECKUA pacTBOp OuU-
JlaTepaJibHO B TOM e 00beMe.

N3zyueHue HapyiieHWit KOTHUTUBHBIX (DYHKIIMIA 3KCTIEPUMEH-
TaJbHBIX KPbIC MPpoBoaM ¢ momolibio Tecta YPITN. Bocmpo-
U3BEIEHNE TTACCUBHBIX 000POHUTEIBHBIX PeaKIINil OLleHMBATI
Mo BeinmuuHe nareHTHoro nepuopa (JIIT) mepexoma kpwic u3
SIPKO OCBEIIIEHHOTO OTCeKa KaMephl B TEMHBIN OTCEK, B KOTO-
POM XHMBOTHbIE HaKaHyHe IMoJyJyaiu HeusberaemMoe 0oJeBOE
BO3MIelicTBYE (HaHECEHHUE yIapa MOCTOSHHBIM 3JIEKTPIUECKAM
TokoM — 0,2 MA, 3 ¢). TectupoBaHue TaKMX peakiiMii TPOBO-
aumy depes 1, 3 u 7 cyT mocine npenbsaBiaeHNs 3JIeKTpUIecKoro
pazapaxenus. TectupoBanue YPITU mpoBogunu ¢ moMoIsio
nporpammbl ShutAvoid 1.8.03 Ha ycraHoBke ¢upmbl Panlab
Harvard Apparatus (Spain).

JlanHble 0OpabaThiBau B TIporpamme Statistica 7.0, ucmonb3ys
OIHOMAKTOpHBIN AucrepcoHHbl aHamu3 (ANOVA). Cratu-
CTUYECKU 3HAYMMBIMU cuuTanu pasaunuus npu p<0,05.

ITo oKoHYaHUM IKCIEPUMEHTOB KMBOTHBIX YCHIMISUTU XJI0OPO-
(opMoM, 3aTeM JeKanmUTHPOBAM U U3BJIEKAIM MO3T C LIENbIO
MPOBEIEHUS TUIAHUPYEMBIX UMMYHOTUCTOXUMMYECKUX MCCIIE-
JIOBaHUM.

Pe3yabratnl

ITpu TecTHpPOBAaHUY BOCITPOM3BEACHUS peaKIINil TaCCUBHOTO
n30eraHus ObLIO MOKA3aHO, YTO MOBEACHME JIOXHOOMEPHU-
POBAHHBIX KPHIC HE MMeEJI0 0COOEHHOCTEH MO CPaBHEHMIO C
Ha0JTI0TaeMBIM paHee UM OMMCAHHBIM B HAIIUX MPEIBIIYIINX
padotax [18—20], naTeHTHBIN MepUOA MepexoJa B TEMHBIi
OTCEK KaMephl, JOCTaTOYHO BHICOKMI uepe3 24 daca IIO-
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Puc. 1. M3venenne BeTHYHHBI JIATEHTHOTO MEPHO/A IEPEXO0A B TEMHBII
OTCEK Kamepbl.

ITo ocu opaMHAT — BpeMs B CEK; 110 OCH aGCHUCC — THH TECTUPOBAHHUS.
NaCl-NaCl — noxHoonepupoBanHbie Kpbichl, xunoa- NaCl — mozeis-
Hble «HeJleYeHble» KPbIChl, XMHOJMH-KIETKH — MOJEJbHbIE «JeueHble»
JKHBOTHbIE.

+ — pa3mMuMs JOCTOBEPHbI MO CPABHEHHMIO C JTHEM HAHECEHHs 00JeBO-
T0 pa3apaxkeHus; * — pasaMyus JOCTOBEPHBI 0 CPABHEHHMIO C TPYMIOi
JI03XHOOMEPUPOBAHHBIX KUBOTHBIX; # — PA3NHMYUS JOCTOBEPHBI MEKIY
TPYNNOil «JIeYeHbIX» W «HeJNeYEHbIX» IKCTEPUMEHTAJBHBIX KHBOTHBIX
npu p<0,05

Fig. 1. Changes in the latency period of migration into the dark
compartment of the chamber.

Y axis: time (s); X axis: test days. NaCl-NaCl — sham-operated rats;
quinol-NaCl — model “non-treated” rats; quinolone-cell — model
“treated” animals. + — the differences are significant compared to the
day of exposure to pain stimulus; * — the differences are significant
compared to the group of sham-operated animals; # — the differences

are s1%niﬁcant between the group of “treated” and “non-treated” study
animals at p<0.05

Clle HaHEeCeHUs O0JIeBOr0 pa3ApaxeHusi, MOCIeI0BaTENb-
HO yMEHbILIAJICS MpU JanbHelleM TecTupoBaHuM (puc. 1).
B Hacrosueit pabote Hamu ObLIO OOHApYXXEHO, UTO BBele-
Hue XK B XBocTaThle siipa MO3ra KphIC BBI3BIBAJIO Hapyllle-
HUE BOCIIPOM3BEIECHNUS YCIOBHBIX peakuuii. Kpome toro, uro
BCE TaKWe XMUBOTHBIC TIEPEXONMIN B TEMHBIA OTCEK KaMEpHI,
JIATEHTHBIA Mepuoj Mepexona OblT HeOOMbIIMM U MPaKTUYe-
CKM HE MEHSUICS TIpU MOCIeOYIONINX TeCTUPOBAHMAX. TpaHc-
TUIAHTAIMS B CTPUATYM HEeMpPOHAIbHBIX MPEIIeCTBEHHUKOB,
nonyyeHHbix U3 WMIICK, ympouwna peduekc maccMBHOTO
n3beranus. Yepes cyTKu 1ocjie HAHECEHUS 3JIeKTPUYECKOTo
00JIeBOTO BO3MICICTBHS SKCIIEPUMEHTAIbHEIE XKMBOTHBIE JIN0O
BOBCE HE MEPEXOIVIN B TEMHBIN OTCEK, MO0 TEePEXOIMIN C
OOJIbIIMM JIATEHTHBIM MEPUOAOM. 3HAUMTEIbHAsl BEJUYMHA
JIIT nabmomanach Takke Ha 3-M U 7-€ CYT IOCJIe HaHECEHUS
00J1eBOTO 1I10KA.

HocroBepHble pasnuuus B BenuuuHe JIII mo cpaBHeHUIO C
TPYIINON «HEeeYeHBIX» MOAEIbHBIX KPBIC YCTAHOBJIEHBI BO BCEX
MIPOBEIEHHBIX TECTUPOBAHMSAX. DTO TIOKA3BIBACT BBIPAKECHHOE
MO3UTUBHOE BIUSHUE HEUPOTPaHCIIAaHTAIlMM Ha TOBENCHUE
9KCIEPUMEHTAIbHBIX XKMBOTHBIX, @ UMEHHO — YIy4llleHHe CO-
XpaHEeHUs MaMSTHOTO cjiefia, MO3BOJISIOIIEe TOBOPUTD O KOp-
PeKIMM HApYLIeHU, BbI3BAHHBIX BBeieHUEM XK.
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O0cyxnenue

Kak 1 MHOTUME IpyrHe HelipoaereHepaTUBHbIE 3a00/1eBaHus, bI
MPUBOIUT K TSIKEJIbIM HapyIIEHUSIM OBUTATebHBIX U TICUXU-
yeckux pyHkuuit. OMHUM U3 KIIIOYEBBIX HAMPABICHWIA UCCIie-
NOBaHMIA SIBNISIETCSl BBISICHEHUE MEXaHM3MOB, OTBETCTBEHHBIX
3a (hOpMUPOBaHKE TTOBENCHYECKUX PACCTPONCTB Y MOMETbHBIX
KMBOTHBIX, a TAKXe 3a X KomreHcanuio [21]. Hekxoroprie u3
9THUX MEXaHU3MOB yXe 0003HaueHbl, BKII0YAs KIETOYHYIO pe-
MOMYJISILIMIO U BBICBOOOXAEHUE (haKTOPOB POCTA.

B GonbLIMHCTBE Mccien0BaHUM, TpoBeAeHHBIX Ha Mofesix Bl
CTBOJIOBBIC KJIETKM TPAaHCIUIAHTUPYIOTCS HEIOCPEACTBEHHO B
CTPUATYM, T[1€ OHM TOKA3bIBAalOT XOPOIIYIO BbIKMBAEMOCTb U
YaCTUYHYI0 PEMHHEPBALIMIO MOBPEXICHHBIX YJaCTKOB MO3ra
[22-25].

XK — HelipoaKTUBHBINM MeTabOJUT TpUNTO(aHa, KOTOPHIi
BOBJIEYEH B MIATOTEHE3 Pa3IMYHbIX JeTeHEPATUBHBIX, MH(DEK-
LIMOHHBIX ¥ BOCTIATUTEIbHBIX HEBPOJIOTUYECKUX 3a00IeBaHU I
yesnoBeka. XK He MpoHUKaeT yepe3 reMaTtosHueGaandecKuit
0apbep M MOITOMY B IKCTIEPUMEHTATBHBIX MCCIECTOBAHUSX
BBOJIUTCSI HEMOCPEACTBEHHO B CTPUATYM, YTO BBI3BIBACT JIE-
reHepalMio COOTBETCTBYIONIMX HEWPOHOB Y OSKCIEPUMEH-
TaJIbHBIX XXUBOTHBIX, B YACTHOCTH, Y KpbiC [26—29]. [ToBpex-
neHust, Bbi3BaHHbIe XK, 9acTo WMMUTHUPYIOT HapyIIeHWS,
HaOMomaeMble Ha HaYaJdbHBIX (HO HE HA MO3MHMX) CTAIUSIX
bI. Hanpumep, npumeHeHue XK compoBoxaaeTcs TUHTUYHOM
a1t BI' runepakTUBHOCTBIO Y 3KCTIEPUMEHTATbHBIX XUBOT-
HBIX, OTHAKO TMITOKWHE3MSI U MbILIEUHAsi PUTHAHOCTb, CBOM-
CTBeHHBIE MO3AHUM cTamusiM Bl (Tak HasbiBaeMmast O3MHSS
AKMHETUKO-pUTHIHAs (opma), He MOAETUPYETCS HUKAKOI
no3oii TokcuHa. Kpome storo, XK-uHayuupoBaHHBIE MMO-
BPEXIEHUS TIPUBOAST K CHIKEHUIO KOTHUTUBHBIX (DYHKITHIA,
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CTBOJIOBBIX KJIETOK. AHHAJTBI KIIMHIYECKOM U SKCIIEPUMEHTATTLHON HEBPOJIO-
ruu. 2012; 4: 30-35.
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KOTOpBIC HAOMIONAIOTCS TIPH TECTUPOBAHUY XKXUBOTHBIX B BO-
JHOM JJabupuHTe Moppuca, paguaibHOM BOJHOM JJaOUPUHTE
u T-nabupunre.

KorHuTuBHBIE HapylIeHUsS SBISIOTCS OJHUM K3 OCHOBHBIX
cuMnToMoB, HabmonaeMbix npu bI. Mx B 3HauuMTeNnbHOI cTe-
TIEHU CBSI3bIBAIOT C HApYILIEHUEM CTPUO-GhPOHTANIBHBIX CBS3EH,
MpUYEM B psiie paboT cooOIIaeTcs, YTO BOCIIPOM3BENCHUE T1a-
MSITH cTpanaeT Oonblue, yeM xpaHeHue [30, 31]. B HacToseit
paboTe 0coOBII UHTEPEC MPENCTABSIO UCCIeN0BaHNe 3P dheK-
Ta HEMPOTPAHCIIAHTALMU HEWPOHAJbHBIX TMPEIIECTBEHHU-
KoB, nojyyeHHbIx U3 UI1CK, Ha KorHUTHBHBIE PYHKIIUKM MO-
JeJbHBIX XKUBOTHBIX, TIOCKOJIBKY TaKHUX JaHHBIX B JOCTYITHOM
HaM JIMTepaType OYeHb MaJio.

Beenenue XK npuBeno K rpyooMy HapylLIEHUIO BOCIIPOU3BEE-
HUS peaKUUil ITaCCHBHOTO M30eTaHuUs, YTO TOBOPUT 00 OCITa0-
JICHUW KOTHUTMBHBIX (DYHKIMI 3KCHEPUMMEHTATIbHBIX KPBIC,
BOCTIPOM3BEAICHUM MaMSTHOTO cjefa, YXYIIIEHUW Mpolecca
oOyueHus. TpaHcrmnaHTaLMs HeWPOHAJbHBIX IPEIIECTBEH-
HukoB, nonydeHHbix U3 MIICK, mpuBena K BbIpakeHHBIM
TOJIOKUTETbHBIM M3MEHEHUSIM B TIOBEICHUN MOJICTBHBIX K-
BOTHBIX, YIIPOUEHUIO pecdhiekca MacCUBHOTO M30eraHusl, yiayyd-
HICHWIO 00yIaeMOCTH.

[MpoBeneHHOE NCCeNOBaHNE TTOKA3aJI0 EPCIIEKTUBHOCTD TaH-
Hoit Mmozmenu BT g oueHky 3¢ (GeKTOB KOppeKIIUY HapylIeH-
HOTO TIOBEICHHS SKCIIEPUMEHTANBHBIX XXUBOTHBIX C TOMOIIIBIO
3aMECTUTE/IbHOI KJIETOUHOM Tepamuu. IloayuyeHHble HaHHbIE
OTKPHIBAIOT BO3MOXHOCTb JJII pa3pabOTKKM HOBBIX ITOIXOAOB
K Teparuy HelipoIereHepaTUBHBIX 3a00JI€BaHMUI.
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N3MeHeHusT coMaToneH APUTHON
CTPYKTYPbI IIUITUKOBBIX HEMIPOHOB
CKOPJIYIIBI YeJIOBeKa
pyu PU3NOJIOTNYECKOM CTaApEHUU

M.B. NBanos, K.A. Kyrykosa, JI.A. Bepexuas
OI'BHY «Hayunwiii yenmp Hegpoaoeuu», Mockea, Poccus

Bsedenue. Ilonocamoe meno eosieuero 6 pecyasuuio KoOHUMUBHbIX QYHKUUIL U NOBOEHUS, BKAIOMAS NAGHUPOBAHUE MOMOPHOZ0 N0BeOeHUS, NPOU3se0eHUe peule-
Hull, Momusauyuio U Hazpady. B cocmag noaocamoeo mena uenosexa 6Xo0um cKopAyna, cpeoHue WUNUKoBble HelpoHbl KOMOpoli npemepnesatom onpedeeHHble
KauecmeeHHble U KOAUuecmgeHHble U3MEHeHUs COMAMOOCHOPUMHOL CIPYKIYPbl BPU CIMAPEHU.

Mamepuasst u memoost. B pabome Obiau tccredosarvi Mopgomemputeckue napamempbl WURUKOBLIX HELPOHOB 8 cKopayne Yeaoseka (iceHuyur) 11 nepuoda 3pe-
11020 U CIApHecKo0eo 603pacma. B kauecmee memoduku okpacku npumenena umnpeerayus cepebpom no Toavoxcu. Ouenusasucy caedyiouyue napamempbi; RAOWA0Y
meAa Helipoua, 4ucao 0eHOpUmMos, Yucao c60000HbIX KOHYO08 8ceX 0eHOPUMos, Haubobuiuil paduyc 0eHOpumHoeo noas, 00uias OAUHa écex 0eHOpUMos, nAouadb
OeHdpumHoeo noas, yoeabHas HAOMHOCHb OeHOPUMOB.

Pesyavmamot. bvino noxazano, 4mo no pazmepy combl, Yucay 0eHOpUmo8, Hucay c80000HbIX KOHY08 0eHOPUMOB U Y0eAbHoil HAOMHOCHY OeHOPUMOB WUNUKOBbIe
HelipoHbl 8 CKOpAYNne ueao8eKa 000ux 603pacmos 8 UccaedosanHbix 8bl00pkax pazauvaromes Hesnauumensro. Iloxasamenu ace Hauboabie20 paouyca deHopum-
H020 10Ast, 00Ueil OauHbl 6cex 0eHOPUMOE U nA0WA0U OeHOPUMHO20 NOAS 8 CIMAP4ECKOM 8o3pacme Obiau cmamucmuyecku 3Ha4umo Huxce (p<0,05), uem 6 3penonm,
Ha 11%, 13% u 15% coomgememeenno. Obuiee konuuecmeo wunuxos na 100 mxm dendpuma 6 cmapueckom eozpacme 0biao Ha 18% Menvuie no cpagheHuio co
6MopbiM nepuodom 3penoeo sospacma. OcobeHHocmu pacnpedesenus WUNUKO8 PA3HbIX 8UO08 HA HEHPOHAX CKOPAYAbI HeA08eKA 3peA020 U CMAPHECK020 603pac-
Ma ROKA3bI6AIOM POtb PUOOBUOHbIX WUNUKOG 8 COXPAHEHUU U NOOOePICAHUY CUHANMUHMECKUX C8s3ell, HeoOX00UMbIX 051 00ecneueHus NeMeHMAaPHbIX (yHKUuil
HelipoH08 CKOpAYNbL.

Saxniouenue. Takum o6pazom, Hamu b0 ROKA3GHO YMeHblileHle OUHb OeHOPUMOB U CHUDICEHUE NAOMHOCIIU OeHOPUMHBLX WURUKOG HPU CIAPEHUL Y JICCHUUH.
Tlonyuennvie dannvie pacuupsiom npedcmaeaenie 0 Xapaxmepe NAACTUECKUX U3MEHeHUI HelipOHOB 2041061020 MO32a NPU CIAPEHUL YeA06eKd.

KnioueBbie ciioBa: mo3e, ckopayna, Heiiponsl, OeHOpumbl, OeHOpUMHble WUnUKU, MOpGHoMempus, cmapenie.
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Alterations in the somatodendritic structure of spiny
neurons in human putamen during physiological aging
M.V. Ivanov, K.A. Kutukova, L.A.Berezhnaya

Research Center of Neurology, Moscow, Russia

Introduction. The striatum is involved in regulation of cognitive functions and behavior, including planning motor behavior, decision making, motivation, and
rewarding. The human striatum contains the putamen, in whose medium spiny neurons certain qualitative and quantitative alterations in somatodendritic
structure occur with aging.

Materials and methods. The morphometric parameters of spiny neurons in the striatum of humans (females) during the second maturity period and senility were
investigated. The Golgi silver impregnation method was used as the staining technique. The following parameters were assessed: the area of neuronal body, the
number of dendrites, the number of free ends of all dendrites, the largest dendritic field radius, the total length of all dendrites, the dendritic field area, and the
specific density of dendrites.

Results. It was demonstrated that in terms of soma size, the number of dendrites, the number of free ends of dendrites, and specific density of dendrites, there are
negligible differences in spiny neurons in the putamen in humans of both ages in the samples under study. The parameters of the largest dendritic field radius, the
total length of all dendrites and the dendritic field area for the senile individuals were significantly lower (p<0.05) than for the mature ones by 11, 13, and 15%,
respectively. The total number of spines per 100 um of dendrite in senile individuals was lower by 18% compared to that in women during the second period of
maturity. The features of distribution of spines of different types over the putamen neurons in mature and senile individuals show the role played by mushroom-like
spines in preservation and maintenance of synaptic connections required to ensure the elementary functions of putamen neurons.

Conclusions. Hence, we have demonstrated reduction in dendrite length and density of dendrite spines upon aging in women. The results broaden the views about
the nature of plastic alterations that take place in cerebral neurons in humans upon aging.

Keywords: brain, putamen, neurons, dendrites, dendritic spines, morphometry, aging.
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Beenenne

CrpraTyM OTHOCHTCS K 0a3aIbHBIM SIPaM U BOBJICUCH B PETy-
JISIUUI0 KOTHUTUBHBIX (DYHKUMI ¥ TIOBENEHYsI, BKIIIOYasH Tia-
HUpPOBaHKWE MOTOPHOTO MOBEICHUS, IPUHSITHE PEIICHUIA, MO-
TUBALIMIO U Harpany [1-3].

[Monygas apdepeHTaINIO IIPAKTHYECKHU OT BCEX OTIETIOB KOPHI,
Tajamyca, MUHIAIMHbBI, YePHOI CYOCTaHLIUU, CTPHUATYM aKTUB-
HO BOBJIEKAeTCs B TIpoliecc cTtapyeckoit arpoduu. C Hapyie-
HUeM TohaMUHEPruuecKoil MeIualuy B cTpraTyMe MpU CTa-
PEHMHU CBSI3bIBAIOT YXYIIIEHUE MaMsITU [4], HEMPOM3BOJbHYIO
JIBUraTeIbHYIO aKTUBHOCTH [3].

CrpuaTyM y IIpUMATOB U YeJIOBeKa COCTOUT U3 IBYX OTIEIbHBIX
sep: CKOPJIYIIbl ¥ XBOCTATOI'O Spa, Pa3AeJIeHHBIX BHYTPEHHE
KaICyJIoif, B TO BpeMs KaK y MeHee BHICOKOOPTaHM30BaHHBIX
MJICKOIIMTAIOIIMX 3TU SApa CIAUTHI B €OMHYIO CTPYKTypy —
caudate-putamen, uu striatum [6—8]. B cBsI3u ¢ 3TUM 3KCTpa-
TIOJISALINST PEe3yJIbTaTOB MCCIIeNOBAaHMI CTPHATyMa Y TPHI3YHOB Ha
YesioBeka 3aTpyaHuTeNbHA. CTPYKTYpHOE pa3ieneHue CKOpay-
IIBI ¥ XBOCTATOTO SIApa y MIPUMATOB 00ECIIEUNBACT U PA3ITUUMS
B (YHKIIMOHAJIBHOM HArpy3ke Ha 3TU CTPYKTYDHI, TTOCKOJIBKY
XBOCTATOE SAPO, TIaBHBIM 00pa3oM, MpuHUMaeT adepeHTh
U3 Mpe(POHTAIBLHO KOPBI, B TO BPEMSI KaK CKOpJIyIa MMoJTyJaeT
addepeHTalI0 B OCHOBHOM U3 COMaTOCEHCOPHOI KOpHI [7, §].
CKopyIia Hapsimy ¢ MOTOPHOI 1 TIPEMOTOPHOI KOPOii, MOTOP-
HBIMU SIIpaMM TajaMmyca ¥ MaJUIMAYMOM BXOJAMT B MOTOPHBIiA
KPYT 1 BOBJICKAETCS B pa3INYHBIC TUTIO- U TUIIEPKIMHETUYECKUE
HapyIlIeHus ABUXeHU [8].

VuuteiBas ObICTPBIC TEMITBI CTApEHUS] HACENCHUS U YBEJIM-
YeHME YMcIa CNydyaeB CHMKEHUS KOTHUTHMBHBIX (YHKUUN U
HelpoaereHepaTUBHBIX 3a00JIeBaHUM, CBSA3aHHBIX CO CTape-
HUEM, BaXHO YCTAaHOBUTb OMpenessioline (hakTopbl, MPUBO-
JSILMe K KOTHUTMBHBIM W MOTOPHBIM HapylleHMsIM. Takxe
BAXHO 3aMETUTh, YTO 3HAYMTENIbHAS JOJIS MOMYJISLUU JIIOACH
MIPETEPIIEBAET TAK HA3bIBAEMOE «HOPMAJIbHOE» CTApEHUE, NIPU
KOTOPOM HapyLIeHUS KOTHUTUBHBIX (DYHKIMI MUHUMAJIbHBL.
PacmipocTpaHeHHBIM 3a0yXAeHUEM SBSETCS Ta KOHLEMLIUS
(bM3MOTOTMIECKOTO CTApEHMS MO3Ta, KOTOpast O0BSICHICT CHU-
’KeHUe KOTHUTUBHBIX (DYHKIMII Mo3ra MpM CTapeHUH MPOCTO
MposIBICHIEM THOeIM HelipoHoB [9]. OmHa U3 TIaBHBIX IeNei
HU3YYECHMSI HOPMAJIbHOTO CTAPEHUS — 3TO ITOMCK pa3InIui Hew-
POHHBIX UBMEHEHUI Y JIULI, CTPAABLINX PA3IUYHBIMU HEUPO-
NereHepaTUBHBIMU 3a00JIEBAHUSIMM, M T€X, Ube CTApEHHE OBLIO
«HOPMaJIbHBIM» [9].

Atpoduyeckue HM3MEHEHUS] NEHIPUTOB HEWPOHOB U JEH-
IPUTHBIX IIMITMKOB, CBSI3aHHBIC CO CTAPCHMEM, OIMCAHBI B
Pa3IMYHBIX 00MACTSIX KOPBI ¥ MOIKOPKOBBIX CTPYKTYpax ue-
JloBeKa U XMUBOTHBIX (cM. 0030p y Dickstein et al., 2012, [9]).
B crpuatyme Komrek OBLIO BBISIBIEHO YMEHBIICHUE TIMHBI
IEHIPUTOB, 3HAUMTEIbHOE YMEHBIICHUEC MX KOJMYECTBA U
CTETNIEH! Pa3BETBICHHOCTH, a TaKXe CHUXEHUE TUIOTHOCTH
NEeHAPUTHBIX MIMMUKOB Mpu ctapeHuu [10]. ¥ kpeic B Heo-
CTpHaTyMe OBLIO OIMMCAHO CHUXEHUE IIOTHOCTH ACHIPHUT-
HBIX IIMIKAKOB MPU YBEJIMYSHUM CPEeAHEN IUTOLIaau MX I0-
BepxHocTH [11].

43

KonuuecTBeHHBIX TaHHBIX TI0 UI3MEHEHUIO0 COMATONCHAPUTHOMN
CTPYKTYPbI LIMTIMKOBBIX HEMPOHOB CKOPJIYIIBI Y YeJloBeKa Mpu
CTapeHu! B JIOCTYITHOI HaM JIUTEpaType He HalineHo. JlaHHbie
AHAJIOTMYHOTO MCCIeNOBaHMs CTpUATyMa TIpU CTapeHUU TpU-
BOJSATCS TOJBKO B cTaThe [10] 0 KMBOTHBIX (KOLIKH).

Y yenoBeka MOpGhOIOrHIecKIie KI3BMEHEHUST HEPOHOB CKOPJTY-
MBI, UX JEHIPUTOB ¥ IIUITMKOB IIPY CTAPEHUN M3YIEHEI HEI0-
cratoyHo. [103ToMy mesiblo HACTOSIIETO MCCISAOBAaHUS OBLIO
MPOAHAT3UPOBATh M CPABHUTH IMUITMKOBBIE HEMPOHBI CKOP-
Iyl uestoBeka 1 meproa 3pesioro 1 crapuyeckoro Bo3pacta 1o
MOpP(hOMETPUYECKMM MapaMeTpaM UX JEHAPUTOB U ILMITUKOB
U BBISIBUTD Pa3INuMs MEXIY HUMH.

Marepuanbl 1 METOIBI

PaboTy mpoBomum Ha KOJUIEKIUN ayTOICUITHOTO MaTepuaia
Mo3ra U3 j1abopaTopuy HEMPOHHOM CTPYKTYphl MO3ra OTIesa
uccienoBanus Mmosra ®T'BHY HITH. [l viccienoBaHus ObLTH
KCIOJIb30BaHbl 00pa3ibl Mo3ra xeHiIMH Il mepuopa 3peso-
ro Bo3pacta (2 ciyyast, Bo3pacT B 000UX ciydasix — 57 JeT) u
cTapyecKoro Bospacta (2 ciydas, 82 u 84 rona), IIOTHONINX OT
3a00J1€BaHUI, He CBSI3aHHBIX C HEBPOJOTUUECKUMMU U TICHXUYE-
CKUMH HapylleHHAMU. B3sgtre mMaTepmanta ocylecTBISIIOCH B
TeyeHue 5—11 yac mocje cMepTH.

bnoku mo3ra tommHoi 0,5 cM, comepxaliue CKOpayIy, Obun
UMIIPETHUPOBaHbI cepedbpoM Mo metoay Tonbmxu [12]. 3atem
OJIOKY IeTUIpaTUPOBAIM B 0aTapee BOTHBIX PACTBOPOB 3TaHOIA
Bocxonsiei KoHueHTpaimu ot 60 10 100% (mmo 30 MUH B Kax-
IoM), 3aMTHl B 10%-HBbIii 1IeJUTOMIMH U TIOPe3aHbl BO (DPOH-
TaJbHOM MPOEKIIMM HA CAHHOM MMKPOTOME Ha Cpe3bl TOJIIIIK-
Hoit 120—150 mxm. Cpe3bl HoMeIaaich Ha TOKPOBHBIE CTEKIIA
1 3aKmoyanich B 6anb3aM. beuto momyueno mo 30—35 cpesos
B KaxoM ciyvae. st JajbHEHIIero uccaenoBaHus oTorpan-
cs Kaxmpiit 3-it cpe3 (Bcero 40 cpe3oB). C IMOMyIeHHBIX TIpe-
napatoB mpu oMoy Mukpockona «ORTHOLUX II» (Leitz
Wetzlar, Germany), OCHAIIEHHOTO PUCOBAJBbHBIM ANMapaToM,
nipu yBenuueHnu X400 u x630 ObIIM caemaHbl TOYHbIE 3apHCOB-
K NIMTIMKOBBIX HEMPOHOB CO BceMU AeHapuTamu. Beero Ob110
3apucoBaHo 150 HeiipoHoB (He MeHee 30 HeipOHOB KaxkIoro
ciyyast). MopdoMmeTpryeckoe UccaeI0BaHue COMAaTONEHIAPUT-
HOM CTPYKTYpBI ITUITMKOBBIX HEHPOHOB BKITIOYAIO M3MEPEHMUS
3apHCOBAaHHBIX KJeTOK Ha aurutaiizepe (D-Scan, Model. No.
DT-3600, Japan), coeiMHEHHOM C KOMIIbIOTEPOM (IIpOrpam-
Ma pa3paboTaHa B JabopaTopuu), Mo 7 mapameTpam: TUIoLIaab
Teaa HelipoHa (Scl), uncio geHaputoB (d), YMCI0 CBOOOIHBIX
KOHIIOB Bcex neHnpuToB (Bd), HambombImii pamuyc TeHIpUT-
Horo nons (R), obmmas anuHa Beex aeHapuToB (Ld), miomanb
JeHppuTHOro monst (Sda) m ymenpHasl TUIOTHOCTh AECHOPUTOB
(Nds) [12]. AHanu3 CTPYKTYpBI ¥ TNIOTHOCTU JAEHAPUTHBIX LU~
MUKOB MPOBOAMJICS MpPU MOMoIM Mukpockoma «Leica DMR»
(Leica GmbH, Germany) npu yBemmdeHun %1000 ¢ ummep-
cueit. MccnenoBanoch mo 15 HeiipoHOB Kaxmnoro ciydas. Ha
yJacTKe Kaxmoro AeHmpuTa, paBHoM 100 MKM, aHAaTU3MpOBa-
JIMCh KOJIMYECTBO U CTPYKTypa IumnKKoB. Ha ocHoBaHMHU Kpu-
TepHeB OIpeAe/ICHNsT BUIOB IMUIIMKOB, OMMCAHHBIX B padoTax
Ha XuBOTHBIX [13—15] u yenoseke [16—18], B Hamieir pabore
OBLTY BBIIENCHBI TEHBKOBBIE, TOHKUE, TPMOOBUIHBIE U PA3BET-
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BiIeHHBIE. OTIENbHO MOICYMTHIBAIOCH KOJTMYECTBO IMUITMKOB
Kaxnaoro Buaa Ha 100 Mmxm geHapuTa. Pazauuust Mexmy cpaB-
HUBaeMBIMU ITapaMeTPaMH YCTaHABIMBAJIH ITPY TIOMOIIY HeTla-
paMeTpudeckoro kputepus ManHa- YutHu. Paznnuusa cuuranu
cTaTUCTUYeCKU 3HaUMMbIMHU 1ipu p<0,05.

Pe3yabraThl

Kax B 3penoM, Tak M B CTapueckoM BO3pacTe, LIMITMKOBbBIE
KJIETKU COCTaBJISIOT OCHOBHYIO MAacCy HEWPOHOB CKOPIIYIIBL.
Cpeny Bcex 3aprCcOBaHHBIX HEMPOHOB (64) B 3pesioM Bo3pacTe
57 knetok (89%) okazannch MMITMKOBBIMU 1 7 KieTok (11%) —
HEUIMTTMKOBBIMU. B cTapueckoM Bo3pacte cpeiv BCeX 3apHco-
BAaHHBIX HEWPOHOB (86) IIUMUKOBBIMU ObLTH 75 KieTok (87%)
1 HeumnukoBbIMU — 11 kietok (13%). Takum obpazom, monst
HIMTHAKOBBIX HEMPOHOB, OKpalleHHbIX 10 [onbmxu, Bo 1 mepu-
OJie 3pEJIoro BO3pacTa M B CTApYECKOM BO3pacTe MPAKTUUECKU
HE pa3inyaercs.

CpaBHeHHMe TPy IIUMIKMKOBLIX HelipoHoB 11 mepuona 3penoro
BO3pACTa ¥ CTapYECKOro BO3pacTa Mo 7 MOphoMeTPUYECKIM I10-
KazareJisiM (puc. 1) BBIIBILIO CTaTHCTUYeCKH 3HaUMMBIe (p<0,05)

A B
N mkm=pm MKMm?
20 1 500
154 400 |
300
10+
200
> 100 -
0 T 0
d Bd Sd
C D
MKM MKM2-10?
1600 50 -
*
*
1200 - 404
304
800
20+
400
* ’|0 .
o[ | .
R Ld Nds Sda

Puc. 1. CpaBnenne MopdoMeTpHIECKHX MAPAMETPOB INMHNMAKOBBIX Heii-
POHOB cKopaynbl yesioBeka II mepuoma 3penoro (Oenbie CTOJOMKH) M
cTapyeckoro (cepbie cToja0uku) Bozpacta. A — wuciao (N) JeHIpuToB
?g) 1 CBOOOIHBIX KOHIOB JennpuTos (Bd), B — miomamp Tea Heiiponos

cl), C — nanGonbmmii paguyc nenaputHoro nojs (R), odmas amna
Beex aennputoB (Ld) u ynenbHas mI0THOCTb JIEHIPUTOB (Nds), D — mo-
manp aenaputHoro nois (Sda). lannsie npencrasienst B Buze M+SE,
* — p<0,05, Tect Manna- YutnHu

Fig. 1. Comparison of the morphometric parameters of spiny neurons in
the putamen in humans during the second period of maturity (white bars)
and senility (gray bars). A — the number (N) of dendrites (dC) and free ends
of dendrites (Bd), B — the area of neuronal body (Sc1), C — the largest
dendritic field radius (R), the total length of all dendrites (Ld), and the
specific dendrite density (Nds), D — the dendritic field area (Sda). The
ata are presented as Mt SE; * — p<0.05, the Mann—Whitney U-test
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Puc. 2. A — cpaBHeHHe 001Iero KommyecTsa mumiukoB Ha 100 MKM y yesio-
Beka 11 mepuona 3penoro (OeJblii CTOIOMK) H CTAPYECKOTO (CEPbIH CTOJI-
0MK) BO3pacTa.

B — mioTHocTh IMNMKOB pa3HbIX BHIOB Y yesnoBeka Il mepuona 3pe-
Joro (Oebie CTOJOMKH) H CTApYeCKOro (‘éepme CTOJIOMKH) BO3pacTa.
I1 — nenbkoBbie, I' — rpudoBuanbie, T — TOHKHE, P — pa3BeTBieHHbIE.
JlaHHble Mpe/icTaBIeHbI B BUIE MS , ¥ —p<0,05, Tect ManHa- YutHu

Fig. 2. A. Comparison of the total number of spines per 100 pm in a person
during the second period of maturity (white bar) and senility (gray bar).

B. Density of different types of spines in a person during the second period
of maturitﬁf (white bars) and senllitﬁ (gray bars). T — thin, B — branched,
M — mushroom-like, and S — stubby spines. The data are presented as

M=SE, * — p<0.05, the Mann-Whitney U-test

Puc. 3. Pasiuunbie BHIbI MIMOAKOB HA JEHIPHTE NIMIMKOBOIO HEMpoOHA

CKOJIyTIbI YeJI0BEKA CTapuecKoro Bo3pacra: 1 — meHbKoBbie, 2 — rpudo-

l{l(/)l,[l]-lble, 3 — ToHkue, 4 — passerieHnbie. Meron [ombmku. Macinra6:
MEM

Fig. 3. Different types of spines on the dendrite of a spiny neuron in
the putamen in humans of senile age: 1 — stubby; 2 — mushroom-like;
3 — thin; and 4 — branched spines. The Golgi method. Scale: 10 pm
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P (2%) B (2%] P (1%} B{1%)

TA2h)
E T
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Puc. 4. TIpoueHTHOE COOTHOIIEHHE MIMNHKOB PA3HBIX BHIOB HA LIMIH-
KOBBIX Hef[poHax myraMeHa yejioBeka I mepuona 3penoro (A) u crapye-
ckoro Bo3pacta (B). T — Tonkue, P — pa3zsersiennbie, [T — nenbkoBbie,
I’ — rpuboBUHbBIE

Fig. 4. DThe percentage ratio between different types of spines on spin,
neurons in the human ﬁmtamen during the second period of maturit (AX

and senility (B). T — thin, B — branched, M — mushroom-like, and S —
stubby spines
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Pas3IMYKs 10 3 U3 HYX: HAMOOIbIINIA PAIUYC JEHAPUTHOTO MOJIST
(R), obmras anmHa Beex aeHaputoB (Ld) u miomans aeHApUT-
Horo 11oJis1 (Sda), 3Ha4eHUs KOTOPBIX Y IIMIMKOBBIX HEPOHOB
B CTapYeCKOM BO3pacTe ObUIO COOTBETCTBEHHO Ha 11%, 13% u
15% wmenbiite, yeM Bo 11 mepuome 3pesioro Bo3pacra.

CpaBHeHue KonryecTBa IUMUKOB Ha 100 MKM AeHIpUTA B 3pe-
JIOM ¥ CTapueCcKOM BO3pacTe M0Ka3aao JOCTOBEPHOE CHUXEHUE
9TOTO MOKa3aTelsl B cTapyeckoM Bo3pacte Ha 18% (puc. 2A).

Bo II mepuone 3penoro Bo3pacTa M B CTapueCKOM BO3pacTe
Ha MIMTMKOBBIX KJIETKAaX OBLIO BBISIBICHO 4 BUIA INIUIHMKOB:
MICHBKOBBIE, HE MMEIOINe HOXKM, ITMHA ¥ IIMPUHA KOTOPBIX
MIPUOJIN3UTETBHO pPaBHA; TPHOOBUIHEIC, HMEIOIIIE KOPOTKYIO
HOXKY ¥ OOJIBIIYIO TOJIOBKY, TOHKUE IMUITMKY C JTMHHON HOX-
KOI ¥ HEOOJIbIION T0JI0BKOM, M 04eHb HEOOJIbIIOE KOTUYECTBO
Pa3BETBICHHBIX MIMTTMKOB (puc. 3). B IpolieHTHOM COOTHOIIIE-
HUM B CTapYECKOM BO3pacTe coiepKaHMe MEHbKOBBIX INUIIH-
KOB TaKoe Xe, KaK B 3peJIoM, TPHOOBHUIHBIX IIMITUKOB OOJIBIIE
Ha 6%, a TOHKUX MeHblle Ha 5%; pa3BeTBICHHbIC IHIUIUKU
BCTPEYAIHCh B 00X BO3PACTHBIX 'PYIIIIaX OYeHb PEIKO, OTHA-
KO B CTApYECKOM BO3pacTe MX CoIep:KaHUe BIBOE HILKE, YeM B
3pesioM (puc. 4). [1o abcoMOTHBIM MOKa3aTe/IsIM TNIOTHOCTH Ha
100 MKM OBUTO BBISIBIEHO JOCTOBEPHOE YMEHBIIIEHUE KOJIMYe-
CTBa MEHBKOBBIX, TOHKUX W Pa3BETBICHHBIX IIUIMKOB B CTap-
YeCcKOM BO3pacTe M0 CPAaBHEHMIO €O 3peibiM (puc. 2B).

Oo0cyxenne

OCHOBY KJIETOYHOI MOMYJSLUU COCTaBISIOT CPEIHUE M-
MUKOBbIE HEUpOHB (medium spiny neurons), m0Jsi KOTO-
PBIX, IT0 Pa3HBIM JaHHBIM, cocTaBigeT 65% y yenoseka [19],
77-80% — y mpumaros [20], 97-98% — y rpei3yHoB [20].
B Hamem wmccnenoBaHMM HOJS IIMITMKOBBIX HEMPOHOB CO-
crasisna 89% Bo 11 mepuone 3penoro Bo3pacta u 87% B crap-
9eCKOM BO3pacTe.

Hamv nanHble mokaszanu 13%-Hoe yMeHbIIEHWE JUTMHBI TeH-
IPUTOB IIUIMKOBBIX HEWPOHOB B CKOPJIyIE YeNOBeKa IpU
crapeHud. O0 YMEHBIICHUW JUTMHBI JEHAPUTOB B PA3TNUHbBIX
CTPYKTypaxX MO3ra IIPH CTapeHUH COOOIIATM MHOTHE aBTOPHL.
B mpedpoHTaibHOM KOpe Makaku pe3yc IJIMHA alMKaJbHBIX
JeHIPUTOB yMeHbInaeTcs Ha 25% [21], y yenoBeka B mpedpoH-
TaJIbHOIi KOpe 001ast JIMHA JEHAPUTOB yMEHbIaeTcst Ha 8,9%,
a B mosne 18 3putenbHoit Kopbl — Ha 10,7% [22], B SHTOpHHATIb-
HOI Kope 4esoBeka — Ha 32% [23]. B MuHmanuHe ctapbix Ko-
IIeK JATUHA IeHApUTOB Ha 14% GoJblie, 4eM y MOJIOABIX [24].
B crartbe [10] 6p11M MOKa3aHBI MOP(ONOrMYeCKUEe U3MEHEHUS
CPEeHMX LIUIUKOBBIX HEHPOHOB MPY CTAPEHUU B CTpUATyME Y
KoIek 15- u 18-7eTHeTo Bo3pacTa B CPaBHEHUH C KUBOTHBIMU
Bo3pacTta 1—3 JIeT, 4YTo COOTBETCTBYET cTapueckomy U | mepu-
0Jly 3peJIOr0 BO3pPacTa COOTBETCTBEHHO Y YeI0BEKA. ABTOpaMU
OBLTO TTOKA3aHO, YTO O0IIIas IIMHA AEHIPUTOB YMEHbIIIEHA Ha
30—40% y crapbix KolIeK. B mpoBeseHHOM HaMM MCCiIeI0Ba-
HUY CPaBHUBAINCH HEHPOHBI B Oojiee OIM3KMX BO3pacTax —
II mepuone 3pesnoro Bo3pacta v B cTapyeckoM. [ToatomMy Hamm
JIaHHbBIE TTOKA3a¥ TOJIbKO 13%-Hoe yMeHblIeHUe ITUHBI IeH-
JPUTOB.

Yucao meHIpUTOB HEMPOHOB INPM CTAPEHUU CTATHCTUYECKU
3HAYMMO YMEHBIIAETCSl Y YelloBeKa B MOTOpHOI Kope [25],
B npedpoHTaNbHOM Kope [26], B 4epHOi cyOctaHimu [27].
B ckopaymie yenopeka, 1Mo HalllMM JaHHBIM, YUCIIO ICHAPUTOB,
a TaKXe MX CBOOOTHBIX KOHIIOB U YAEIbHAS TNIOTHOCTD ICHAPH-
TOB IIPY CTAPEHUH U3MEHSIOTCS HE3HAYMTEIbHO, KaK ¥ B CTPH-
aTyme komek [10].
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YMeHbIIeHNE ITIOTHOCTH AEHIPUTHBIX ITUITAKOB HAOII0IaI0Ch
BO MHOTHX CTPYKTYypax MO3ra 4ejJoBeKa M KMBOTHBIX. B mpe-
(dporTampHOI Kope Makaku pesyc C.J. Cupp, E. Uemura mo-
Kazajum 25%-Hoe CHUKEHKE IIOTHOCTHU ICHIPUTHBIX ITUITUKOB
[28], a D. Dumitriu et al. — 33%-Hyt0 MOTEPIO AEHAPUTHBIX
MMANKKOB [29]. B 3ybuaroii M3BMIMHE CTAphIX KPHIC TTOKA3IH
20%-Hoe CHWXEHWE IIOTHOCTH aKCO-IITWITMKOBBIX CHHAIICOB
[30]. Y yenoBeka B momsax 10 u 18 xops! ormevaroT moutu 50%-
HO€ CHIDKEHME TJIOTHOCTM wunukoB [22]. Bo BTopoMm cioe
SHTOPMHAIBHOM KOpPHI YeJTOBeKa HAOIIOMAeTCS IIPOTPECCHB-
Hasl TTOTepsl IMUMUKOBBIMU HepOHaMM (KJIETKH A) IIUMKKOB,
BILTOTb JI0 TIOJIHOTO UX Mcue3HoBeHMsI [23]. B uepHoii cyocTaH-
LMK Yy 4YeJoBeKa IOTeps] HeMpoHaMM ICHAPMTHBIX ITUIHMKOB
nocturaet 50% [27]. B cTpuatyme y cTapbIx KOIIIEK, IO CpaB-
HEHUIO ¢ MOJIOABIMHU, ObLIO MoKa3aHO 50%-Hoe yMeHblleHKe
miotHocTH 1wunukoB [10]. B Hamiem ucciemoBaHuM HaOMIoO-
JIaJ10Ch TOJIbKO 18%-HOe yMeHblleH e IIOTHOCTH IUITUKOB B
CKOPJIyIIC y YeJIOBEeKa, YTO MOXET, KaK U B c/Iyyae ¢ JaHHBIMU
0 JJIMHE AEHAPUTOB, OOBSICHATHCS 60see OJM3KMMU BO3PACT-
HBIMU TPYIIIIaMHU.

B Hacrosmeit pabote ornpesenaeHbl TMPOLEHTHBIE COOTHOIIIE-
HUSI Pa3HbIX BUIOB HIMTIMKOB Ha JEHIPUTAX HEUPOHOB 00EUX
BO3PACTHBIX TPYIIT. B cTpuatyme cTapbix KOIIeK TpOOBUTHbIE
IIUIKAKY cOCTaBIsLIM 10 30%, 4TO COIIacyeTcsl ¢ HallMMU JaH-
HbiMU (36%). Kpome Toro, Hamu Obiia onpeleNeHa MIOTHOCTh
KaXI0TO BHJIa IIMITMKOB B OTAETBHOCTH B 00EMX BO3PACTHBIX
TpyIImax.

Hamu 6b110 mokazaHo 18%-Hoe yMeHblieHue OOleii MI0T-
HOCTM JEHAPUTHHIX INUMHKOB. [IpM 3TOM yMeHBIICHHWE 00-
IIeH TUIOTHOCTH IUTIMKOB ITPOMCXOIIIIO 33 CUET YMEHBIICHUS
TUTOTHOCTH TOHKMX M TIEHBKOBBIX, HO HE¢ TPHUOOBUIHEIX IIH-
nukoB. [lomydeHHBIC MAaHHBIE COTJIACYIOTCS C pe3yibTaTaMi,
MOJTYYCHHBIMU Ha XWBOTHBIX, CBUAECTEJBCTBYIOIIAMUA O TOM,
YTO TMPH CTApPCHHMHU IPOLICHTHOE COAep:KaHNe I'PHOOBMIHBIX
HIAIMKOB MOXET YBEJIMYMBATBHCS MPU OJHOBPEMEHHOM CHMU-
>KeHUU 00ILEeH MIOTHOCTY IIMITMKOB HEHPOHOB cTpraTyMma [ 10,
11]. TTomoOHbBIe M3MEHEHUST ONUCAHBI U B APYTUX CTPYKTYpax
Mo3ra: B TpedpOHTATbHON KOpe MakakKu pesyc Oblia MmokKa-
3aHa 33%-Has moteps ACHAPUTHHIX LIMIMKOB Ipu 46%-Hoi
MOTepe TOHKUX MIMITMKOB, HEM3MEHHOCTH TUIOTHOCTH TpU00-
BUIHBIX ITUITHKOB 1 YBEIMICHUN CPETHETO TUaMeTpa TOJIOBKH
HMIAIKKOB [29], B TapaBeHTPUKY/ISIPHOM sIIpe THIoTajamyca y
CTapBIX KPBIC IIOTHOCTD AEHAPUTHBIX ITUITMKOB 3HAYUTEIHHO
MEHBIIIE, YeM Y MOJIOABIX, a CPEIHSS IUIONIANb ITOBEPXHOCTH
LIMITMKOB — 3HaunTeNbHO OoJibiie [31]. B yepHoii cybcTaHIu
YeJI0BeKa, B OTIIMYKME OT CTPaTyMa, OCTABIIUECS B CTAPIECCKOM
BO3pAcTe IIUMUKU ObLIK 00Jiee TOHKMUMU M AJTMHHBIMM, YEM B
3penoM Bo3pacte [27]. MHOTHE aBTOPBI CUUTAIOT, YTO pa3HbIE
BU/bl IIMITUKOB MPEACTABISIOT SAUHBI KOHTUHYYM (hopM,
BKJIt0Yas nepexonHsie [13—15, 32, 33,]. OHu MOTYT JIETKO Tpe-
BpALIAThCs U3 OJHUX B ApYTHE: IPU aKTUBHOM paboTe HelipoHa
TIeHBKOBBIC IIMITUKU MOTYT CTaHOBUTBCS JJIMHHEE W TOHBIIE,
MpeBpaIIasich B TOHKKE, KOTOPBIE B CBOIO 09epeIbh MOTYT IIpe-
BpalllaThcsl B TpUOOBUIHBIE; TIPH MOTEPE aKTMBHOCTU HEMpOHa
3TOT IIPOIIECC UAET B 0OPATHYIO CTOPOHY — OT TPUOOBUIHBIX K
MeHbKOBHIM [14]. CyiecTByeT MpearnoaoxeHue, YTo Ipy cTa-
PEHUM COXpaHEHME KOJIMIECTBA TPUOOBUIHBIX IIUITUKOB 00¢-
CIIEYMBACTCS 3a CUCT IPEBPAIlCHMSI TOHKHMX LIMITUKOB B IPU-
OoBuIHBIE [29], KOTOpBIE CUMTAIOTCS HaMOoJee pa3BUTHIMU U
YCTOWYMBHIMU [14].

[MoTepst MMITMKOB 1 M3MEHEHNUE TIPOTIOPIIMHY PA3TUYHBIX BUIOB
LIANMKOB, U3MEHEHUE UX PacIpeleNeHns Ha IEHAPUTE MOXET
BIIMSTH Ha pa0OTy CUHATICOB, MMEIOIIYIO pellaioliee 3HaueHe
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IUTSI TIOIIepKaHWs KOTHUTHUBHBIX M MOTOPHBIX (pyHKumil. He
UCKJIIOYEHO, YTO Npu motepe abhepeHToB U, Kak CIeACTBUE,
YMEHBUIEHUM KOJWYECTBA INUMUKOB, TPUOOBUIHbBIE LIWIK-
KM 00ECIeyrBalOT COXpaHEHWE M MOAAepXaHUE CUHAITHYE-
CKHX CBSI3el, HEOOXOAMMBIX Il 0OeCTeueH s AIeMEHTAPHBIX
(byHkumii HeitpoHoB ckopnynbl. IloHMMaHMe MeXaHU3MOB
W3MEHEHHUS CTPYKTYPhl JCHAPUTHOTO ApPEBa W LIMIHWKOB MpPU
CTapeHUU MOTYT MOMOYb B Pa3pabOTKe METOIOB JIEUEHUS HEli-
ponereHepaTUBHBIX 3a00JIeBaHUiA, CBI3aHHBIX CO CTAPEHUEM.

TakuMm 00pa3zoM, Ha MCCleT0BaHHOIN BEIOOPKE HAMM OBLIO ITO-
Ka3aHO, 4TO y IIMITMKOBHIX HEHPOHOB CKOPJIYIBI YelTOBeKa
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rpynmax. [nnHa IeHAPUTOB, MAKCUMANbHBIA pagnyc U IUIO-
maab IEHAPUTHOTO MOJs B CTApYECKOM BO3pacTe yMEHbIIa-
1oTcst. OO1Iee KOaMYecTBO MKMMUKOB Ha 100 MKM aeHIpuTa, a
TaKXe IUIOTHOCTb IIEHHKOBBIX, TOHKUX M Pa3BETBICHHBIX LM~
MTMKOB B CTapUeCKOM BO3pacTe OblTa MeHbIIe, 4eM Bo I mepu-
ojie 3peJioro Bo3pacta. Ho mIoTHOCTb rpUOOBUAHBIX IUITUKOB
MPAKTMYECKH He Pa3inyajiach B IBYX BO3PACTHBIX IPYIIIIAX.
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TEXHOJIOI'NI

Bo3MmoxHOCTH MeTOona
(pyHKIIMMOHAJIbHOW MAarHUTHO-
PE30HAHCHOU TOMOTrpadpru MOKOS
B U3YUYEHUU NATOPU3UOJIOTUN
IepBUYHOM (POKAJILHOU JUCTOHUU

0.B. Cemenona, C.JI. Tumep6aesa, P.H. Konosanos
OI'BHY «Hayunwiii yenmp Hegpoaoeuu», Mockea, Poccus

DYHKYUOHANBHAS MACHUMHO-De3OHaKCHAs momoepaghus nokos ((PMPTh) ouenusaem cocmosue Huskouacmomubix Koaebanuii BOLD-cuenana, ompaycarousux
CHOHMAHHYIO HEUPOHANLHYIO GKMUBHOCITb PA3AUMHBIX 0MO0eA08 20106H020 Mo3ea. Taxum obpasom, GMPTn noseoasiem eusyasusuposams CUHXPOHHOCHb 2eHe-
pauuu onpedeneHHsIX Helipogu3uoa0euteckUx (eHoMeH08 co COPOHbI PA3AUYHBIX, 8 MOM HlCAe YOaAeHHbIX Opye 0m 0pyea, 0mO0ea08 YeHMPAbHOI HepeHOL cu-
CMmeMbl, 836605 UX 8 (YYHKUUOHAbHbIE Cemu U OUEHUBAS KOHHEKMUBHOCTb M032d 8 HOpMe U npu namonoeuy. JJaHHas MemoouKa Xopouio nposiguaa cebs npu
U3yHeHul HellpodeceHepamuaHblx 3a60nesanuil. B Hacmosuem 0030pe npedcmagnenv pe3yvmaml npumenenus pMPTn npu Haubosee pacnpocmpanenHbix op-
Max nepautHoil (hoxanvHoil ducmoruu (Bregapocnasm, uepeuxabHas OUCMoHUs) 6 conocmasneruu ¢ dannbimy Haepyzouroii GMPT u Hexomopbix Opyeux mexHo-
N02uil Helipogu3yanu3ayuu (O3UMPOHHO-IMUCCUORHAS MOMOPAGUs, BOKCeA-OpUeHMUPOBaHHAs Mopgomempus). B 6obuiom uucae uccredosaruii nokasawo, 4mo
(@MPTn nossoasem oueHumb HapyuieHus yepeOpabHoil apxumexmypsl U cA0JCHbIe Helipocemegble NepecmpoliKi y 60AbHbIX ¢ (POKAALHBIMU OUCHOHUAMU, 8 MOM
ulcae Ha oHe npuMeHerUs OOMyAUHUMeCK020 MOKCUHA. Imo cnocodcmayem Gonee 2nyGOKOMY U3YHeHUI) NAMOPUIUOA0UYECKUX OCHO8 (DOKANBHBIX OUCHIOHUI]
U MH02000Pa3HbIX MEXAHU3MOB BOMYAUHOMEPanUY Npu OAHHbIX 3a001€BAHUAX, BKAUAS UEHMPAAbHble (HenpAMble) MeXAHU3MbI Deliciaus O0MYI0MOKCUHA.

Kmouesbie croBa: gynkuyuonansnas MPT nokos, gokanvhas ducmonus, 6aegpapocnasm, nucHuil cnasm, yepeukanbHas OUCMOHUs, cemb
RACCUBHO20 PeducuMa padombi 20108H020 M0O32d.

Ilng maruposamus: Cemenosa O.B., Tumep6aesa C.JI., Konosanos P.H. BoamoxHocTi MeTona pyHKIMOHATBHONW MarHUTHO-PE30-
HAHCHOIA ToMOrpaduu MOKOsI B U3y4eHUM MaTOPU3NONOTUM TIEPBUYHON (DOKATBHOM AUCTOHMU. AHHAJIBI KIMHUYECKOM 1 SKCIepH-
MeHTanbHOI HeBpooruw. 2017; 11(2): 48—54.

DOI: 10.18454/ACEN.2017.2.7

The potential of resting-state functional magnetic
resonance imaging for studying the pathophysiology
of primary focal dystonia

Olga V. Semenova, Sofiya L. Timerbaeva, Rodion N. Konovalov
Research Center of Neurology, Moscow, Russia

Resting-state functional magnetic resonance imaging (R-fMRI) assesses the state of low-frequency fluctuations of the BOLD-signal showing spontaneous neuronal
activity in different areas of the brain. Hence, R-fMRI allows one to visualize the synchronicity of generation of certain neurophysiological phenomena in different
regions of the central nervous system, including the ones being remote from one another, by linking them into a functional network and assessing brain connectivity
in normal state and in pathology. This technique has proved itself in the study of neurodegenerative diseases. In this review, we present the results of using
R-fMRI for the most common forms of primary focal dystonia (blepharospasm and cervical dystonia) compared to the data of task-based fMRI and some other
neuroimaging technologies such as positron emission tomography and voxel-based morphometry. It has been demonstrated in many studies that R-fMRI allows to
assess disturbances in cerebral architecture and complex rearrangements in the neural network in patients with focal dystonia, including those after administration
of botulinum toxin. This makes it possible to study more thoroughly the pathophysiological foundations of focal dystonia and the variety of mechanisms of
botulinum toxin therapy in patients with these pathologies, including the central (indirect) mechanisms of action of botulinum toxin.

Keywords: resting-state functional MRI, focal dystonia, blepharospasm, writer's cramp, cervical dystonia, default mode network.
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TEXHONOTM

WCTOHUSI — KIMHWIECKHA M TEHETHIECKU TeTePOreH-
HOE JIBUTATeJIbHOE PAacCTPOMCTBO, XapaKTepH3YIOIe-
ecsl HaCWIBCTBCHHBIMM ITOBTOPSIIOIIMMIICS COKpa-
HIEHUSIMU MBIILIL OTHOTO WM 6oJiee YJacTKOB Tesa U
TIPUBOASIINMHI K (POPMUPOBAHMIO IMATOIOTHIECCKUX

o3 [1]. JluctoHusa 3aHMMaeT TpeThe MECTO TI0 YacToTe 3a00e-

BAEMOCTH CPEIM IBUTATEIbHBIX PACCTPOMCTB MOCTIE 3CCEHIINANb-

Horo TpeMopa 1 0ome3nu [TapkuHcona [2]. PacnipoctpaHeHHOCTD

MEPBUYHON MCTOHUM B MOMYJSLMK BechbMa BapuabesbHa. [o

JTaHHBIM Han00JIee MACIITaOHOTO eBPOMEHCKOTO SITMIEMHIOIOT -

YeCKOr0 UCCIENOBaHMs, YaCTOTa CIy4aeB MEPBUYHOM AUCTOHUM

cocraBuna 152 Ha 1 MJTH HacesleHMs1, U3 KOTOPbIX Ha 1010 (o-

KaJIbHBIX (popM mucToHuK mpuxonmiocsk 10,8—12,6 wa 100 Thic.

HaceJIeHHs, B TOM YHCITe IIePBUKATIBHON qucToHNA — 5,1—6,3 Ha

100 ToIC. HaceneHus, onedapocnasma — 3,1—4,1 Ha 100 ThIC. Ha-

cesieHud, nucyero cra3ma — 1,1—1,7 Ha 100 Thic. HaceneHus [3].

KivHunyeckue nposiBaeHUsT TUCTOHMU OKa3bIBalOT 3HAUUTEIb-
HOE BJIMSIHUE HA KAyeCTBO XM3HU OOJBHBIX: Y 67—75% 00J1b-
HBIX TUCTOHMIECKIE TUIIEPKMHE3BI COIIPOBOXIAIOTCS 00JIBIO, B
25-50% ciy4aeB oT™MeuaeTcs erpeccust [4]. YXymeHne Kade-
CTBa XW3HH W HapyIIeHNe TBUTATeIbHOM aKTUBHOCTH OTpaHM-
YMBAIOT MPOHeCCUOHATBHYIO AESITETbHOCTb OOIbHBIX, UTO Je-
JIaeT MPobIeMy TUATHOCTUKY ¥ JICICHHSI TUCTOHUH COLUATBHO
¥ 5KOHOMUYECKU 3HAYMMON.

Kraccudukamms aucronun mo kputepusiMm EBpomneiickoit ¢e-
Jiepaluy HeBPOJOrnueckux oouects 1 OOILeCTBa IBUTATE b
HbIx pacctpoiictB (EFNS-MDS) ocHOBEIBaeTCsI Ha 3THOJNOTUN
(mepBUYHBIE, HAC/IENCTBEHHO-IET€HEPATUBHbIE, BTOPUYHBIE
(opmpl), Bo3pacte nedloTa 3a00eBaHUS (paHHEE U MO3HEE
Hayajuo) ¥ aHaTOMUYECKOM DPACIPOCTPAHEHUU TUIEPKUHE3a
(doxanpHas, cerMeHTapHasi, MyIbTH(OKaIbHAS, TeMU- U Te-
Hepanu3oBaHHag ¢opmbl) [5]. K gacteiM opmaM mTucTOHMU
OTHOCSIT MepBUYHbIE (HhOKaTbHBIE CUHAPOMBI — Osiethapocnasm
(BCII), uepsukansHas muctonus (L), mrcamii crasm (I1C).

Llepsukanvhas ducmonus, HanboJee pacrpocTpaHeHHas (opma
(boKaNbHOM TUCTOHUHU, XapaKTePHU3YeTCsl YCTOMYMBBIMU HACKITb-
CTBEHHBIMU Y HEpeIKO 00JIe3HEHHBIMH MBILICYHBIMH COKpaIIle-
HUSIME, TTPUBOISIIMMY K (DOPMUPOBAHMIO TTATOJIOTMYECKUX T103
rosossl [3, 6]. 1o Mepe mporpeccrpoBaHust 3a00JIeBaHMS B TIPO-
1IeCC BOBJICKAIOTCS HOBBIC MBIIIICYHEIC TPYIIITHI, UTO COMPOBOXKIA-
€TCsl IBMEHEHHEM MOJIOXKEHMS TOJIOBBI B HECKOIBKMX ITIOCKOCTSIX.
Kmanaeckast cummromaryka L] 06pIMHO pa3BHBaeTCs B IIepBBIE
5 JeT, mpuHMMas 3aTeM cTabuiabHoe TedyeHue. HacunbcTBeHHbIE
TUITEPKWHE3bl MBI [IeM 3HAYMTEBHO YXYIIIAIOT KauyecTBO
>KM3HU OOJIbHBIX, IPUBOJIS K COCTOSTHUIO MHBATMAM3ALINM [7].

Fbaegapocnasm — BTopas 1mo pacrpoctpaHeHHOCTH Gopma do-
KaJbHON aucTtoHuu. briedapocmnasm 0OBIYHO HauMHAETCs C
YYalIeHHOTO MOPTaHMsI, TPOTPECcCUpys 0 CTa3MOB KPYTOBBIX
MBIIII] TJ1a3 ¢ HACUJIBCTBEHHBIM CMBIKAHMEM BEK, UTO TPHUBO-
IIAT K 3HAYNTENIbHBIM 3aTPyIHCHUSIM B TTOBCEIHEBHOM M IIPO-
(beccmoHapHOM XM3HU TanueHToB [8, 9]. Hepemko mepBbie
npossieHus bCII mpenctaBieHbl «ceHCOPHBIMU» CUMIITOMA-
MU B BUJIC CYXOCTH WM CJIE30TOYMBOCTH I71a3, poTododnn u
T.1L. [9, 10]. ITocie HECKOMBKUX JIET AMU30ANYECKUX TIPOsIBIIE-
HWUIi 3200J1€BaHKS CTIa3Mbl CTAHOBSTCS BCe O0Jiee CUTbHBIMU 1
IMTeNbHBIMUA. B Tspkenbix ciaydasx cienctBueM BCIT siBis-
€TCSl MHBATUAU3UPYIOIIEE COCTOSTHUE, MOTyYMBILEe HA3BaHUE
«(pyHKIMOHAIBHAS CIeToTa» [9].

Iucyuii cnaszm — dbokanbHasg GopMa TUCTOHUU, OMpeesieMast
Kak «3ajave-crenuduuHas» 1 MpUBOASIIAsK K TPYIHOCTSIM MTPU
nucwMme [11, 12]. TIC gBasietcst HauboJiee 4acTo BCTpeyarolei-
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cs1 IUCTOHMEN AeicTBuA [3], HapyIIalomieit CTporo onpeaeaeH-
HBIM BUA MAHUMYJISILWIA — MTMCbMO, U OTHOCSLIEHCS K TpyIIe
npodeccuoHanpHex auctonmii [1]. TIC kmaccuduimpyercs
KaK MpOCTOil (TPYIHOCTH BO3HMKAIOT TOJBKO NPH IHUCHME),
MPOrpecCcUupyroIluii (TPyAHOCTH TIPU MTUCbME COMPOBOXKIAIOTCS
npo06JeMaMy TIPU BBITIOTHEHUH IPYTUX IPOCTBIX IEUCTBUIA, Ta-
KMX KaK pacuyechiBaHKUE BOJIOC U Jp.) U AUCTOHMYECKHUIA (Tpy.-
HOCTH IIPY MHUCbME COYETAIOTCS C TPYAHOCTSIMU MPU BBITIOJTHE-
HUM JPYIHX 334, IPUIMHON KOTOPBIX ABJIAETCS CIIa3M MBbILLLL
KUCTH U Tipearieydbs) [1].

[Matodusnonornyeckie MeXaHW3Mbl Pa3BUTUSI TIEPBUYHON
JIMCTOHUH JI0 CUX TIOP OCTAlOTCS HEAOCTATOYHO U3YYEHHBIMHU,
OJIHAKO MMEIOTCSI TaHHbIE O BIMSHUM Ha Ie0I0T 3aboseBaHus
Kak TeHeTHYeCKMX, TakK U BHEITHUX (akTopoB. [J1aBHast posb B
MyJIbTU()AKTOPHOM TPUpPOIe TUCTOHUM OTBOAMTCS T€HETHYe-
cKoli IpenpacronoxeHHoctu [13, 14].

W3zydyeHne GhyHKIIMOHAIBHON 1 CTPYKTYPHON OpraHM3aluy ro-
JIOBHOTO MO3Ta IpH (DOKATBHBIX (POpMAX TIEPBUYHON TUCTOHUN
CTaJI0 BO3MOXHBIM Oy1arofapsi BHEIPEHMIO B TIPAKTUKY HOBBIX
TEXHOJIOTUI HEMPOBU3YaIN3aLWN, TaKMX KakK TO3UTPOHHO-
smuccuonHast tomorpadus (ITOT), Bokcen-opueHTUPOBaHHAs
Mopcdometpuss (BOM), dyHKUMOHANbHAS MAarHUTHO-PE30-
HaHcHasa Tomorpadusa (GMPT). /laHHble MeTOABI MO3BOIMUIN
BBISIBUTH MHOTOYPOBHEBbIE CTPYKTYPHO-(DYHKIIMOHAIBHBIE 1
MeTaboIMYecKre HapYIIeHUS, BKIIOYAIOIINE pAcCTPOMCTBA
aKTUBAIMU, MO3TOBOK Tephy3un U 0ObeMa Ceporo BelecTBa
Ha pa3nmmuHbX ypoBHSIX LIHC (KopkoBble 30HBI, TTOXKOPKO-
Bble siapa, MO3:xXeuok). [loayueHHbIe NaHHbIE MOATBEPXKAAIOT
B3IJISII HA IUCTOHWIO KaK Ha Helipocemegoe paccmpoiicmeo, Xa-
PaKTepU3YIOIIeecs MaTOJIOTMIYECKOl MIACTUYHOCThIO MO3Ta U
BOBJICUCHNEM PA3INYHBIX OTAEJIOB MOTOPHOTO M CEHCOPHOTO
KpyroB [15-20].

[M9T-uccnenoBaHysa IMOKa3ald 3HAYMTEILHOEC YBEIMICHIE
MeTabo1M3Ma TJII0KO3bl B 00JIACTU 3pUTEIbHOTO Oyrpa U Mo-
CTa TOJIOBHOTO Mo3ra y OOJIbHBIX ¢ Ojedapocna3sMoM, CBUIE-
TEJbCTBYSl O BO3MOXHOW KJIIOYEBOW POJIM TMIIEPAKTHBHOCTH
Tajamyca B matodusunosoruu 3adonesanus [21]. B cayvasix
OsedbapociiazmMa BBISIBICHO TaKXe YBEIMICHHOE ITOTJIONICHUE
[JTIIOKO3bI B IPaBOM 3aHEN 1 JIeBOW MepeqHEl YacTaX MOsICHOM
M3BWIIMHEI [21, 22].

II9T ronoBHoro Mo3ra mauueHToB ¢ LIJI xapaktepuzoBa-
JIaCh CHIDKEHHEM CBSI3BIBAHMSI MEUECHBIX JUIaHmoB ¢ D2-
JnohbaMUHOBBIMU pelenTopaMu B ckopiymne [23]. Pesyabrarsl
apyrux [19T-uccnenoBaHmii yKas3pIBalOT HA YCHJICHHE KpO-
BOTOKA B WMIICUJIATEPAIbHBIX TMIIEPAKTUBHBIM MBbIIILIAM IlIEH
pernoHax — TMapHeTaNbHOM IoJNe, 3aTBUIOYHON KOpe, M ero
CHIDKEHME B KOHTpajaTepaJbHOM IOJIyIIApUX — JOMOJHU-
TeJbHOM MOTOPHOU M MEPBUYHOI CEHCOMOTOPHOM Kope [24].
Wcnonp3oBaHne XKecTOB, KOPPUTHPYIOIIUX IATOJOTMIECKYIO
03y TOJIOBBI, COMPOBOXKAAIOCH YMEHBIIEHUEM KPOBOTOKA B
KOHTpaJaTepaNbHO (110 OTHOLIEHUIO K TMCTOHNIECKOMY T'H-
MepKUHE3Y) MOTOPHOI Kope [24]. [IBycTOpOHHEE yBEIUUEHUE
MeTabo/IM3Ma TJTI0KO3bI B OOKOBBIX JIOOHBIX W MapaleHTPab-
HBIX 00JIACTSIX KOpPBI Y MALMEHTOB ¢ (HOKaIbHBIMU (PopMaMu
MIePBUYHOI TMCTOHUY OBLIO CBS3aHO C €€ TMIIePMETab0TN3MOM
B KOHTpAJIaTePaIbHBIX YeYEBMLIEOOPA3HBIX SIpax, B 001acTu
MOCTa U cpefiHero Moara [25].

Uccnenosanus ¢ npumeHeHreM BOM-TexHOJIOTMY BBISIBUIN
M3MeHEHMsI IIOTHOCTHU CEPOro BellecTsa y maimenTos ¢ bCII,
LT 1 T1C mo cpaBHEHHUIO ¢ KOHTPOJILHOM TPYIMION 310POBHIX
no6poBobLEB [26, 27].



Tom 11 Ne 22017

www.annaly-nevrologii.com

JIByCTOpOHHEE YBETMYCHUE IIOTHOCTH CEPOro BEIeCTBa
OTMEYaJIOCh B TIEPBUYHON COMATOCEHCOPHOW M MOTOPHOIA
Kope y 6oxpHBIX ¢ TIC, Torma xak mig manueHToB ¢ BCII
ObLIM XapaKTepHbl M3MeHeHUs B 0a3anbHBIX sapax [20].
B cnywasx I pesynbratel BOM Obuiv mpeacTaBieHb
YMEHBIIEHNEM CEPOTO BEIECTBA B CKOPJYIE C IBYCTOPOH-
HUM YBEJIMUYECHMEM B XBOCTAaTOM SIIPE; OMUCAHBI TAKXKe W3-
MEHECHHS B IPYTUX YacTAX 0a3aJbHBIX Sep U 3PUTCIBHOM
Oyrpe, xapakTepu3yIoIluecs YBeJIUYEHUEM CEpOTo BEelleCcTBa
B NIPAaBOM BHYTpEHHEM OJIEAHOM I1ape, IByCTOPOHHUM yBE-
JIMYEHUEM CEpOTO BEIIECTBA B BEHTPAIbHON YacTH IMOJIO-
catoro Tena (nucleus accumbens) ¥ BHYTpPEHHEM CETMEHTE
GaeqHoro mapa [6, 28].

GbMPT

Buenpenuie B kMHUYECKYO MpakTuKy Metona GMPT no3Bo-
JiSleT KapTUpoBaTh (DYHKIIMOHANIBHOE COCTOSIHME TOJIOBHOTO
Mosra. JlaHHblii MeTon, ocHoBaHHBI Ha BOLD-koHTpacte
(blood oxygenation level dependent), oTpaxaeT 3aBHCUMOCTD
BeJMUMHB MP-cuTHama oT ypoBHS cofepxKaHMs Ae30KCH-
remMorno0uHa. B HayuHOI mpakTiKe Hanbosee pacpocTpaHeH
Meton GMPT, onpenensiomnuii ypoBeHb aKTUBALIMK KOPHI TO-
JIOBHOTO MO3Ta TIPY BBITIOJIHEHN Y TTAIIMEHTOM KaKoro-J11bo 3a-
nanus (task-fMRI).

Haubonee yacteiMu oObektamu (pMPT-uccnenosanmii auc-
toHuu OblM manueHTsl ¢ bCIT u T1C. ¥V naHHo# Kateropuu
OOJBHBIX B CPaBHEHWH C KOHTPOJBHOM TPYIIION BBISBICHA
TUTIEPAKTUBHOCTH EPBUYHOI CEHCOMOTOPHOI KOPbI U KayaTh-
HOIi YacTu IOTIOJTHUTENbHOI MOTOpHOI obnactu [20, 29—31].

ITpu 3amanwmsix, He mpoBoMpyomux cumnromatrky I1C, or-
MeJajach HU3Kas aKTUBHOCTh CEHCOMOTOPHOM KOpPHI M JIO-
MOJIHUTEIbHOM MOTOPHOM 00J1aCTH ¢ OTCYTCTBMEM aKTUBALUU
6azanpHbIX TaHTIMeB [30]. B To ke BpeMs 3agaHNs, BEI3BIBAIO-
e I1C, compoBoxnanuch 00j1ee BBICOKOI aKTUBALIMel ¢ BO-
BJICYEHUEM 0a3aIbHBIX SIEP, 3PUTENBHOTO OYyrpa, MEepPBUYHOMN
CEHCOMOTOPHOI KOPHI 1 MO3KEUKA.

Cna3Mbl KpyroBbix Mbimil a3 mpu bCII xapakrepu3oBaiuch
aKTHUBallMeil cyOperoHa CKOPJYIbI, a Takke (POHTAIbHOI
U TIapueTaNbHOI 00yacTei, JOMONHUTEIbHON MOTOPHOI 00-
JIaCTH, MEPBUYHONM CEHCOMOTOPHOM KOphI M Mo3xeuka [18].
[Monaraiot, yTo BBIsSBNsSIEMas akTUBalMs ckopiymnsl mpu BCIT
YKa3bIBaeT Ha ILEHTPAJbHYIO POJIb IOJIOCATOrO Tejla B IaTo-
(uznonorun JaHHOTO (eHoTua (QOKATbHBIX TUCTOHWMA, a
MIPOM3BOJIbHBIC OTKPHIBAHMSA ¥ 3aKPHIBAHMS IJIa3 IPUBOAAT
K aKTUBALMM DPOCTPAIbHON 007acTU MepemHeil 4YacTu Io-
SICHOW W3BWIMHBL. Pe3ynbratel KoOHTpoaupyembix (GMPT-
uccaenoBanuii BCII mokazaau Takxe 3HAYUTENbHO OOJIbIIYIO
AKTUBALIMIO 30H TMEpeiHeill 3pUTEebHOM U MOTOPHOM KOpBI,
LIEHTPaJIbHOM 00J1acT 3pUTENIbHOTO Oyrpa M MO3XeuyKa B
CpaBHEHMM C KOHTposeM. OOHapyXeHHble 30HbI aKTUBALUU
MPENOIOXUTENBHO MPEACTABISIOT TUIIEPAKTUBHOCTh KOPKO-
BOW LIETH, CBSI3bIBAIOILCH 3PUTEIbHYIO KODY, JMMOUYECKYIO
CHCTEMY, TOTIOJHUTEIbHYI0 MOTOPHYIO KOpPY, MO3XEUOK M CY-
npaHyKJeapHblii yTh [32]. Metomom ¢MPT BbIIBIEHO TaKKe
HaJM4yKe 30HbI CHWKEHHON aKTHBAallMU B TIOSICHOW M3BUJIMHE
TOMUHAHTHOTO TIOJYLIAPUS TIPH BBHITTOJHEHUH MALMEHTaMH C
BCII MoTopHOTO 3aaHKsl, TPOBOLMPYIONIET0 TUCTOHUYECKMIA
runepkunes [20, 33].

(GMPT-uccnenosanus mauuentos ¢ LJ[ mpoaeMoHCTpUpo-
BaJIM Y 3THUX OOJbHBIX CHUKEHUE aKTUBAL[MM CEHCOMOTOPHOM
Kopsl [34].
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[poBeneHHBII METaaHAIN3 PETMOHATBHBIX LiepeOpabHbIX 13-
MEHEHMH, CBSI3aHHBIX C BBITIONHAEMBIMH CEHCOMOTOPHBIMU
3aIaHMSIMHU, TTO3BOJIFII TIPEATIONATaTh, 9YTO Pa3INYHEIC (DOPMEL
UIMONATHYECKOl TUCTOHUU UMEIOT O0III1e HAPYILEHUS CEHCO-
MOTOpPHO# uHTerpanuu [35].

GMPT nokos

®MPT nokost (MPTn) npeactapiseT coboit OAMH M3 HOBBIX
METOIOB HeIfpOBU3YaIM3aIMH, CIIOCOOHKII IPEIOCTABUTD 00B-
eKTHBHYI0 MHGbOPMALIMIO O MaTO(OU3NOTOTMIECKN 3HAYMMBIX
MU3MEHCHUSX «(hYHKIIMOHANBHON apXUTEKTYPhl» TOJOBHOTO
MO3ra IIpy pa3HbIX (PeHOTUIAX TEPBUYHOM (POKANBHOM JUCTO-
Huu. GMPTn ouenuBaeT Hu3KkouactoTHble (<0,1 Tir) xoseda-
Hust BOLD-curnana, xapakTepu3ys TeM CaMbIM CTETIEHb CITOH-
TaHHOM KOAKTUBALIMM MPOCTPAHCTBEHHO Pa3IMYHbIX PETHOHOB
LIHC B oxoe (T.€. Tpu OTCYTCTBUH 3a3/1a4 WJIV CTUMYJIOB). AHa-
JIN3 TIPOBOZMTCSl HA OCHOBE CXOICTBAa BPEMEHHBIX XapaKTepu-
CTUK HEWpOHATbHOM aKTMBHOCTM aHATOMUYECKM YAaJeHHBIX
JIPYT OT Jpyra Y4acTKOB TOJOBHOTO MO3Ta — ()YHKYUOHAABbHOI
xounexmuerocmu (OK) [36].

[Mpumenenue metonuku GMPT mo3Bonuno uaeHTUPULIKPO-
BaTh CTAHIAPTHBIE cemu NOKOs TOJIOBHOTO Mo3ra. M3yuyeHue ce-
Teli MOKOSI MePCIIeKTUBHO A YTOUHEHMS (DyHAAMEHTaTbHBIX
MEXaHM3MOB Pa3BUTHSI HEBPOJIOTMUCCKHUX 3a00NICBAaHWIA, TIPH
KOTOPBIX B3aMMOJAEHUCTBUAE ITUX CETEH B FOJIOBHOM MO3re Ha-
pyieHo [36, 37].

Haubosee yacto perucTpupyemas ceTb OKOS — cemtb HACCUBHO-
20 pedxcuma padomsi 201061020 mo3ea (CITPPTM), Bkitouaromias
MPEIKIMHBE, MEIUATbHBIC JOOHBIE OTIENbI, HIDKHIE TEMEHHBIC
1 BUCOYHBIE 001acTH. baromaps MHOTOUMCICHHBIM HEPOBH-
3yaIM3allMOHHBIM MCCIENOBAHUSIM CYIIECCTBYET 00IIee MHEHHUE
o toM, uto CITPPI'M gBnsieTcs 0co0oii crucTeMoii TOJIOBHOTO
MO3ra, KOTopas IIPEUMYIIEeCTBCHHO aKTHBHA B YCIIOBHSIX OTCYT-
CTBHsI OPMEHTALIMH YeJIOBEKA Ha BHEIIHIO cpeny [36].

K HacTosiiieMy MOMEHTY B IUTEpaType OMyOJIMKOBAaHO HEOOIb-
nioe yucio uccienoBanuit GMPTo npu dbokanbHbIX hopmax
IVICTOHMU. B To e BpeMsI HEYKJIIOHHO pacTeT KOJIMYECTBO TaH-
HBIX 0 (PYHKIMOHAJIBHBIX U CTPYKTYPHBIX U3MEHEHHUSIX B CEH-
COpHOI KOpe OOJBHBIX ¢ MEPBUIHOM AUCTOHUEH, MUTPAIOIINX
KJII0YEBYIO POJIb B MaTO(U3UOJIOTMU TaHHOTO JABUTATEIbHOTO
HapyuieHusi. Hanbonee 4acTbiMU cyObeKTaMU MOAOOHBIX MC-
cnenoBanmii sBystoTcs 6onbHbIe ¢ BCII, I1C u LT [38—42].

B cnyyasx BCIT pesynbratel @M PTin cBUaeTeIbCTBYIOT 0 3HAUM-
TEIbHOM YBEJIMYEHMU aMIUTUTYAbI HU3KOYaCTOTHBIX KOJIeOaHUI
(AHK) B nieBbIX cKOpiyTie, 61eJHOM 11ape, OCTPOBHOM JTOJTbKE
U MeauaibHOH MpedpoHTaIbHOM Kope TonoBHOro Mosra. Ilpu
STOM PETUCTPUPYETCS TAKXKE 3HAYMTENbHOE OuIaTepaibHOE
ymenbiieHre AHK B coMaToceHCOPHBIX pernoHax, 3pUTeIbHOM
Oyrpe, MO3:Xeuke, MeIUAIbHON U 3aHEl YacTsIX MOSICHON 13-
BWJIMHBI KOPBI T0JI0BHOTO Mo3ra. YmeHbleHue AHK B 3putesib-
HOM Oyrpe xapakTepHo He Tojibko Wit BCII, Ho u a1 apyrux
hopm nepBUYHOI (hoKabHOI ucTOHKY [41]. YUuThIBast CBS3b
3PUTENBHOTO Oyrpa ¢ pa3IMYHBIMM 30HAMU KOPHI T'OJIOBHOTO
MO3Ta, B TOM YHCJIE C TEMEHHOM, BUCOYHOW U COMaTOCEHCOp-
HOH, JIOTUYHO TIPEATONOXKUTb, YTO HAPYIIEHUE UX CIOXKHOTO
B3aUMOJENCTBUS J1eXUT B ocHOBe pa3Butusi BCII.

Hannume mnaronornyeckoil CEHCOMOTOPHOM WHTErpaldu 1
ICHYHKIIMOHAIBHOIN aKTUBHOCTH 3PUTEILHOTO OYyrpa y 06071b-
Hbix BCIT MOXHO, MO-BUIMMOMY, MCIOJIb30BaTh B KAuecTBe
KOJIMYECTBEHHOTO MapKepa IS OIICHKU KIMHUYECKUX XapaK-
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TepUCTUK 3aboseBaHus. Tak, cpegHee 3HaueHue AHK MP-
CUrHajia B 00JIaCTH JIEBOTO 3pUTEIbHOTO Oyrpa OTpUIIATEbHO
KoppenupyeT ¢ oueHkoil Tsskectrn BCII mo mkane Jankovic.
B T0 ke Bpems mexay cpeaneit AHK neBoit opoutodhpoHTaNb-
HOW 00J1aCTU U JUTUTENILHOCTBIO 3a00/eBaHMs ObUIa BBISIBJIEHA
MO3UTUBHAs Koppensauus [41].

IMonyuennsie ganabie GMPT y GonbHBIX OedapocmazmMmoM
MO3BOJISIIOT TIPeAIoarath, YT0 B MaTo(U3UONOIUU JAaHHOM
(hopMBI (hOKANTBHON AUCTOHUM 3HAYMMYIO POJIb MOTYT UTPAaTh
Hapyuienuss @K kax B ceTM MMacCHMBHOTO peXXuMa paboThl To-
JIOBHOTO MO3Ta, TaK U B KOPTUKO-CTpUATO-NALIMA0-TalaMUye-
cKoii cetu [42].

Pesynsratel pMPT y manmenToB ¢ LI/ cBUIeTe bCTBYIOT O
MHOT'OCETEBBIX HAPYLICHUSIX, XapaKTepU3YIOIIUXCs OCIa0IeHU -
eM QK ceHCOMOTOpHOI ceTH (IIpeMOTOpHast Kopa, TIepBUYHas
1 BTOPUYHASI CECHCOMOTOPHAS KOpa) € pa3TNYHbIMU 00JaCTIMU
pedPOHTANbHOM, TPEeMOTOPHON KOPbI, BEpXHEH TEeMEHHOI
NOJIbKU, T.€. PETMOHOB, UMEIOLIMX OTHOIIEHHE K MOTOPHOMY
mranupoBanmio [38]. @K cHmXeHa TakKe MeXIy IEepPBUUHOMN
3pUTEIbHOM CEThIO U MPe(PPOHTATBHOM, TPEMOTOPHOI KOPOI,
BEPXHEN TEMEHHOM TOJIbKOW U CpeHE BUCOYHOM U3BUIIMHOIA.
B T0 Xe BpemsI 1711 COCTOSIHMSI HEKOTOPBIX y4aCTKOB MpedpoH-
TaJbHOM, IIPEMOTOPHOM, IIEPBUYHON MOTOPHOM 1 BU3YyaJIbHOM
HEeMpPOHHOI ceTn, 00eCTeUnBAIOLINX UCTIOTHUTENbHbIE (PYHK-
uu, XapakrepHo ycuneHne OK.

[penmonarator, uro ymeHpireHIe PK ceHCOMOTOPHOI 1 TIEp-
BUYHOI 3pUTEIbHON ceTeil ABMsIeTCsS HelipOHaNIbHBIM CYOCTpa-
TOM, HapylIalOUVM IUITAHUPOBAHUE JBUXEHUU M MpPOCTpaH-
CTBEHHYIO opueHTaumio y 6onbHbIX ¢ LIJI. Yeennuenue OK B
TEeMEHHO-JIOOHO CeTU B CBOIO OYEPElb MOXKET UMETh MepBUY-
HYIO NIPUPOLY W ObITb MPUYMHOM Pa3BUTHS MATOJIOTMYECKMX
JBWXEHUI WM BBIMOJHATH KOMIIEHCATOPHYIO (DYHKIIMIO, Ha-
MPaBJIEHHYI0O Ha PEOPraHM3alyI0 C LEIbl0 YMEHbIIEHUS IO-
CJIENCTBUI HapyLIEHUsI TPOEKTUPOBAHUSI IBUKCHUMA, BbI3BAH-
HBIX MaTOJIOTUEN B CEHCOMOTOPHOM M TIEPBUYHOM 3pUTENIbHOM
cersix [38].

[NoyJeHHBIEe JaHHBIE TTO3BOJIMIM MPEAIIOJIaraThb, YTO N3MEHe-
HUS B 9THX JBYX CETSAX IMOKOSI YKA3bIBAIOT HA IEPBUYHBIN Je-
(bUIIIT MOTOPHOTO TIAHMPOBAHUS 1 HAPYIICHHOE BOCIIPUATHE
npocTpaHcTBa npu L1, 4To moATBepxKAaeTcs BOCCTAHOBIEHM-
€M CBSI3M MKy TAHHBIMH CETIMM Y HEKOTOPHIMU M3 YKa3aH-
HBIX 30H IIPM BO3ACUCTBIM OOTYTMHIMIECKOTO TOKCHUHA.

YuuThiBasg, YTO BO BpeMsl CTaHOAPTHOrO (HArpy304HOIO)
(GMPT-uccnenoBaHus aKTUBALMSI BOBJIEYEHHBIX B IUCTOHUIO
MBIIIIL y ManueHToB ¢ 11/l HeBo3MOXHa, U3ydeHKe U3MEHEHUIA
OK 1o pesyaprataM GMPTi MoXeT cTaTh ONTUMATBEHBIM 00b-
€KTUBHBIM METONOM OIEHKH (DYHKIMOHAIBHBIX HapyIIeHUIA
TOJIOBHOTO MO3ra P TaHHOM 3a00JIEBaHNH.

IMpu @MPTn y manmenTon ¢ I1C BrisiBieHs! HapyieHus @K
MEXIy PEerMoHaMu TOJIOBHOTO MO3ra, OTBETCTBEHHBIMM 3a
MICHMO, a TAKXKe TUCHYHKITNS KOPKOBO-TIOTKOPKOBEIX KPYTOB,
BOBJICKAIOIIUX COMATOCEHCOPHYIO KOpY, 00JacTi B3aMMOJeii-
CTBUS CEHCOPHOI M MOTOPHOM CHCTEM U CKOPJIYIY KOHTpasa-
TepaibHO TopaxkeHHOH pyke [29, 38, 43, 44]. EcTb naHHBIE 1 00
ymenbmennn ®K mexny BepxHeil TeMEHHOM ¥ MPEIeHTPaTb-
HOIi obmacTIMu y JaHHO# KaTeropun 00mbHBIX [38]. Ocnabie-
Hue @K B KOPKOBO-MO3XEUKOBBIX CETSX B TIOKOE COIIACYETCS
C TMITOTE30M O TIATOTEHETHYECKON PO MO3KEUKa B Pa3BUTUH
(hoKaTbHOM IUCTOHMM. YMEHBILIEHHE KOPKOBO-MOIKOPKOBBIX
CBsI3eil yKa3bIBaeT Ha HaIMuMe 0ojiee TeHepaIM30BaHHBIX Ha-

o1

&MPTn B M3y4eHUM NepBUYHOI HOKANBHOA AUCTOHMM

pYIICHWI B 0a3ajJbHBIX TaHTIUSX, TaTaAMOKOPKOBBIX CBSI3SIX,
PAacMoNOXEHHBIX 3a IMpeAe]aMi OCHOBHBIX CEHCOMOTOPHBIX
o6macreit, m3ameHeHHBIX TTpu T1C. TTockomnpKy mateHTs ¢ [1C
SIBJISIIOTCS. ACUMIITOMHBIMU B COCTOSTHUM TTOKOS$I, BBISIBICHHBIE
(hYHKIIOHABHEIE HAPYIICHUS MOTYT OBITH OTPaXkeHHEM JTH00
OCHOBHOI1 MaTOJIOTUH, JTMO0 KOMITEHCATOPHBIX HEHPOIIACTH-
YeCKMX U3MEHEHU CeTeBO CTPYKTYphbl MPU AaHHOM 3abose-
BaHnu [29]. PemynmpoBaHHash KOHHEKTHBHOCTb OTMEYaaach
TaKKe MEXNIy BepXHell TeMEHHOW IOJbKOW U JOp3aJbHbIM
MpEICHTPATBHEIM PETMOHOM, KOHTPOJIMPYIOIINMHU (DYHKIIUIO
nucbMa [38]. OcoOblii MHTEpEC MPEACTABIACT TOT (PAKT, UTO BbI-
SIBJICHHBIE pa3Tuuus Mexmy 6ombHBEIMU ¢ T1C 1 Tpymmoii 3m0-
POBOTO KOHTPOJISI HAOMIOAAIHCH B COCTOSTHUM TIOKOS 1 TOJIBKO B
TOJTyIIApMH, KOHTPalaTepaJbHOM IT0 OTHOILIEHUIO K TIOPaXeH-
HoW pyke. JlaHHbIE pe3yIbTaThl JOMONHAOT COBPEMEHHOE MPEI-
cTaBlieHMeE 0 naTodusuonornyeckom cyocrpare [1C, a uMeHHoO,
CBUECTEIBCTBYIOT O HATMYMHU TTOBPEXICHNUS, HE CBI3aHHOTO CO
CTPYKTypaMHU, KOTOPbIE OTBEYAIOT 3a (DYHKIIMIO ITHChMA.

Takxum o0pa3oM, oOHapy:XKeHHbIe Yy OONBHBIX ¢ (DOKATBbHBIMU
dhopmamy TepBUYHON AucToHnK Hapymenus ®K mHoroumc-
JICHHBIX HEWPOHAIBHBIX CETeH CBUIETEILCTBYIOT 00 yJacTHH
B IaTOTeHe3e JaHHbIX 3a00/IeBaHUil TpeX ceTeil MOKOs: CeHCO-
MOTOPHOI, 3pUTEILHON U CETH, 00eCIIeYNBAOIICH UCIIOTHM-
TeabHbIe PyHKIMKU. KpoMe Toro, mpoaeMOHCTpUpOBaHa B3au-
MocBs3b cocTosTHIS PK ¢ KITMHNYIeCKIMU XapaKTepHCTHKAMU
3a0oneBanus [38].

B 11e;1oM moBpexmeHMe ceTeBOi apXUTEKTYPH Y MAIIMEHTOB C
Pa3IMYHbIMKU (hOPMaMU AUCTOHUU MPECTABICHO MaTONOrnye-
CKOW 9KCHAHCHEN WM COKpAallleHUEM HEeHpocooOIlecTB, Ha-
TIpUMep, pa3pylLIeHUeM CBsI3eli 6a3albHbIX SAeP C MO3KEIKOM,
noTepeil KIouYeBOro peruoHa MHGOpMaoHHOro TpaHcdepa
B IIPEMOTOPHOI Kope 1 oTyeTnuBoii peaykuueil @K B ceHco-
MOTOPHOM U JIOOHO-TeMEHHOM peruoHax. JlaHHble U3MEHEHUS
TO3BOJIAIOT TIpenmnoarath, uro ®JI mpencrapiseT coboii pac-
CTPOMCTBO KpPYMHOMACIITAOHBIX CETEi, e MaToJOrMuecKue
B3aUMOJIECTBYSI IPUBOIST K HIMPOKUM MOBPEXACHUSIM (DYHK-
LIMOHAJIBHBIX CBSA3EH M MOTYT COCTaBJISITh OCHOBY MaTo(U3MO0-
norun DJ1 [45]. Unentuduumpyemsie ¢ nomouipio GMPTn
narousnonorndyeckue maMeHeHus: PK, BO3MOXKHO, MOTYT
OBbITh UCIOJIb30BAaHbI B OYIYLIIEM B KayeCTBE MOTEHIUATbHBIX
OnomapkepoB pastnuHbIX hopMm DJI [46].

¢GMPT na done 6orymHoTepanuu

Oco0FIif MHTEpEC ¢ TOUKU 3PEHUS OILIEHKN (HYHKIMOHATLHOTO
COCTOSIHMSI TOJIOBHOTO MO3Ta BbI3bIBACT M3yYeHUE TUCTOHUM C
nomoineio GMPT u GMPTn Ha doHe MpoBOAXMOrO JieYeHusl.
DT0 MMeeT 0OJIBIIOe 3HAUCHHUE VIS TOMCKA MaTOTeHETUYEeCKI
3HAYUMBIX 3 PEKTUBHBIX TEPAeBTHYECKUX METOIMK.

CoBpeMeHHOI Tepamueil BEIOOpa MalMEeHTOB ¢ (hOKaIbHBIMU
dbopMaMM TUCTOHMHU SIBJISIIOTCS MHBEKLIMU MHUOpeSaKcaHTa
JIOKAJIbHOTO IeACTBUST — OOTYMMHMIECKOTO TOKCHMHA THIA A
(bTA). Beenenue npenapatoB BTA B AMCTOHMYECKKE MBIILIIBI
MPUBOIUT K YMEHBIICHUIO TUTIEPKUHE30B M 3HAUMTEITHHOMY
YIYYIIEHNIO KauecTBa KM3HU OOJIbHBIX, BILIOTh 10 BO3MOXKHO-
ro pa3Butus JieueOHoi pemuccuu [20, 34, 47—52]. HenaBHue
MCCJIeIOBaHUS TI0Ka3alIy He TOJbKO mpamoit apdexkr bTA Ha
HEepPBHO-MbIlIIeYHOE coearHeHre. MHbekimu mpenapatos bTA
B IMCTOHUYECKIME MBIIIIIB CITOCOOHBI TMCTAaHIIMOHHO MHIYIIH-
pOBaTh MU3MEHEHNUS B IIEHTPATbHBIX CEHCOMOTOPHBIX CXEMaX.
N3ectHo, uto BTA neiicTByeT uepes anbda- U ramMmMa-mMoTO-
HEMPOHDI, OJOKUPYS B MBIILICYHBIX BepeTeHax addepeHTHbIi
Bxon. LleHntpanbhblii ahdext BTA, TakuM 00pa3oM, SBISET-
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CS HENpSMbBIM, a U3MEHEHME CEHCOPHOII 00pPaTHOM CBSI3M U3
WHBELMPOBAHHBIX JAMCTOHWYECKHMX MBIIII-MUIICHEN MOXET
TIPUBOIUTH K KOPKOBOM peOpraHM3alMy B BUIE HEHPOILIACTH-
YeCKOro OTBeTa Ha MepuepuueckKue CeHCOPHbBIC HAPYIICHMS.
BrI3pIBacMoe JieueHIEM BOCCTAHOBJICHHE CBSI3aHHBIX C MOTOP-
HBIM IUIAHUPOBAHMEM PETMOHOB IIOATBEPXIAET COBPEMEHHYIO
TUTIOTE3Y O KITIOYEBO poJH AepUIIMTa MOTOPHOTO MIAHUPOBA-
HUS B TaTO(U3UOIOTHN TUCTOHUM [39].

Mo nanueiM GMPT, adbdextuBHas Tepanus 6oabHbIX ¢ BCIT
JIOKJTbHBIMU MHBeKLIUSAMM BTA MmpuBOAUT K HOpMalu3aluu
CHWXEHHOU aKTUBAIIMH JIEBOU MOSICHOW M3BUIIMHBI U TIOSIBIIE-
HUIO HOBBIX 30H aKTWBHOCTH B JICBOM TIPEAKIMHBE M MpPaBOii
BepXHeii 3aTblI0uHOM u3BUIMHE [20].

borynuHotepanus LI compoBoxnmanach CHMXKEHHEM aKTH-
BallM UITICUIATePATbHON TOMOIHUTEIBHOM MOTOPHOMN U IOp-
3aJIbHOM MPEeMOTOPHOI KOpbl. CeHCOMOTOPHBIE KapThl TOKa-
3aJI TaKXKe 3HAUMTENBbHOE CHDKEHME aKTMBALMKM 0a3aibHBIX
raHraneB. B 1enoM HapymieHus CEeHCOMOTOPHOM aKTUBALIUM
nipu LIJI BEIXOAMIIM 3a TIpefelTbl ceTei, KOHTPOIMPYIOIINX IT0-
PaXeHHYIO YacThb TeJla, M UX 3HAYMMOe M3MEHEHME WIH «HOP-
MajiM3alysg» MOTYT OBbITb pacleHeHbl KaK MHAYIMPOBAHHBIE
neyenreM bTA [53].

Pe3ynbraTel HEMHOTOUKMCIEHHBIX OMYOJIMKOBAHHBIX MCCIEN0-
BaHuit GMPTm cBusetenbcTBYIOT 06 yiayuinenun @K, a mmeH-
HO 0 €e YaCTMYHOM HopMau3auuu, y naiueHToB ¢ LIl Ha dhoHe
teparmu bTA: peub uaeT o BocctaHoBIeHUH HapymeHHo OK
B CEHCOMOTOPHOI ¥ MepBUUYHOM 3puTeabHOM ceTax [38]. Dd-
(extrBHOE eyeHue bTA 6onbHbIx ¢ LI/l mpuBoauio K penyk-
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UMW aKTMBALMU WIICUIATEPATbHOM NOMOJHUTEIbHON MOTOP-
HOW 30HbI, IEPBUYHON COMATOCEHCOPHOI KOPHI U IOPCATBHOM
MIPEMOTOPHOI KOPBI, a TAKXKeE K YCUJIEHUIO aKTUBAL[MX BTOPUY-
HOM KOHTpAaJaTepajbHON CEHCOMOTOPHOM KOpPHI M OCTPOBKA.
[Mpennonaratot, yrto mopoOHble u3MeHeHUsT OK MoryT OBITH
KaK IepBUYHBIMU, TaK M BTOPUIHBIMU (BO3MOKHO, KOMIIEHCA-
TopHOro xapakrepa) [39, 40].

HccnenoBanue C. Delnooz u coaBt. y 6o0bHbIX ¢ LI 10 ne-
YeHHUsl BBISBIIO penyuupoBaHHyio PK cpemHemopsanbHOI
YacTH 3pUTENILHOTO Oyrpa M Hapy:XHOM 4acTW MpaBoro Onel-
HOTO 111apa ¢ CEThI0, OXBAThIBAIOIIIE} JIeBbIE TOOHO-TeMEHHbIE
peruonsl [40]. Ilpu 3TOM 11 MepenHei YacTU 3pUTENBHOTO
Oyrpa ObllIa XapaKTepHa TeHACHIINS K OMIaTepaJbHOMY TTOBBI-
mreHnio OK ¢ ceTpio, 00beIMHSIONICH CEHCOMOTOPHBIE 30HHI.
Cpenu pe3ysbTaToB TaHHON pabOThl MPEACTaBIsSET MHTEpeC
BBISIBIEHHAs! CMIOCOOHOCTh Tepanuu bTA mHayuuMpoBaTh pe-
opranmzaumio @K B ceTn, BKIIOYaIONIEi, IITaBHBIM 00pa3oM,
(Ipe)hpoHTaNBHBIC 30HBI, CpeTHEBEHTPATBHYIO YaCTh IIPABO-
r0 TOJIOCATOTO TeJa M HapYXXHYI0 4acTh IIPaBOTO OJIETHOTO
1apa.

[MpoBenenue panbHeimmx ucciaegpoBanuit GMPTn npu do-
KaJIbHON TUCTOHMK OyIEeT CIIOCOOCTBOBATH YTOUYHECHHUIO MME-
IOIMXCS MATOTeHETUYECKM 3HAYMMBIX CBS3EH MEXIy Hapy-
mreHnssMA @K 1 TsoKecThio 3a00JIeBaHMS, a TAaKKe M3YUEHUIO
BO3MOXHOW KOPPEKLIMK 3TUX HAPYILIEHUI C TOMOLIbIO 00Ty -
HOTepanuu.

Asmopul 3as6.1:10m 06 omcymcmeuu KoH(auKma unmepecos.
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DIIEKTPO(PU3NOJIOTNYCCKUE METOABI
OLICHKM KOJMYECTBA
NBUTATEJIbHBIX €IUHULL

A.®. Myprasuna, A.W. beaskosa-boxuna, A.I. Bpyran

@I'BY «locydapcmeennbiii Hayuoiii yenmp Poccuiickoii Pedepauuu — Dedepanvhbiii Meduyurckui Guogusumeckuii yenmp
um. A.U. Byprazsna» ®MbBA Poccuu, Mocksa, Poccus

Paznuunble Hegposoeuteckue 3a001e8aHus, nPU KOMOPLIX CMpaoaiom MOMOHEUPOHb! UAU UX AKCOHbL, NPUGOOSM K CHUMICCHUIO KOAUMECMBA (YHKUUOHUDPYIO-
wux dsueamenvivix edunuy, (JIE). Ilodcuem xonunecmea coxpannvix JE umeem 3nauenue 6 ouenke npoepeccuposanus RAmMoA02U1eckoeo npouecca, C63aHH020
¢ eubenvio momoreliporos. Koauvecmeennas ouenka JE, kax npasuno, HegosmodcHa memooamu pymunnoil snexmpomuoepauu. Ilosmomy wa npomscenuu
nocaeOHux decsmunemuil 8edemcs NOUCK HneKmpousuonoeuteckux memodos ouerku Koauuecmea JIE, komopeie Ha ceco0HsuHuil OeHb 006e0unsIOMCs 00 00-
wum nazeanuem MUNE (Motor Unit Number Estimation). [lepeas nybauxayus MUNE damupyemcs 1971 e. C mex nop nosiguaucs MHoeoobewaroujue, 6onee
mouHble U MeHee mpydoemkue MoouguKayuu, npedrodcersi Hogvie cnocobbt nodcuema JE. B nocaednue 2006t bl Habodaem sozpacmarouuii unmepec K MUNE
8 C8A3U C NOUCKOM HOBbIX Memodos neqenus 0ofe3HU 08UeamenbHoeo Helipona, onpedeneHus ux (geKmugHocmu u OUHAMUMECK020 KOHMPOAS MedeHus 3a-
Gonesanus. Ceeoons MUNE paccmampugaemes Kax nomeHyuanshblii Guomapkep npu RposeoeHull KAUHUMECKUX UCHbIMAHUL HOBbIX CHOCO008 AeveHus 00ae3Hu
dsueamenbHoeo Heiipora. B 063ope uznoxcenvt docmynnvie memoouxu MUNE, npusedenbt ux cpagHumenbHbie Xapaxmepucmuxi, npeumyuecmed u Hedocmamyu
Kaxc0020 u3 HUX, 00cyicdaemes onbim U neperexmuesl UX npuMeHeHus.

KimoueBblie clioBa: dsueamensiuie edunuypl, anexkmpomuocpagpus, MUNE, 6one3ns 0sueamenvhoeo Heipona.
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Various neurological diseases involving motor neurons or their axons lead to decrease in the number of functioning motor units (MU). Counting the number of
intact MUs plays significant role in assessing the progression of the pathological process associated with motor neuron death. Quantitative estimation of MUs using
routine electromyography methods is usually impossible. Therefore, electrophysiological methods for estimation of the number of MUs, currently known under
the common name MUNE (motor unit number estimation), are being discovered over the past decades. The first publication on MUNE was issued in 1971. Since
that time, promising, more accurate, and less time-consuming modifications have been developed, and new MU counting methods have been proposed. In recent
years, we can see increasing interest in MUNE in connection with the search for new treatments for motor neuron disease, assessment of their effectiveness, and
dynamic control of the disease. Today, MUNE is considered as a potential biomarker in clinical trials of new treatments for motor neuron disease. This review
presents the available MUNE techniques, describes their comparative characteristics, advantages and disadvantages of each method, and discusses the experience
and prospects of their application.
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Bsenenne HUS, TIPA KOTOPBIX CTPAgaloT MOTOHEHPOHEI MM UX aKCOHBI,

MPUBOMIAT K CHIDKEHMIO KomndecTBa GyHKuuoHupyomux JIE.
JBuratenpHas eamuuna (AE) sBnsercs ocHOBHBIM Mopdo- PytunHas anextpomuorpagpus (OMI) momoraer ompene-
(DYHKIIMOHATEHBIM 3JIEMEHTOM HepBHO-MBIIIEYHOTO allllapara JUTh (PaKT IMOpaXeHUs] MOTOHEMPOHA, HO He MO3BOJSIET Olle-
M COCTOMT M3 MOTOHEMpPOHA U BCEX MHHEPBUPYEMBIX UM MbI- HUTh KOJMYeCTBO coxpaHHbIX JIE. B yacTHOCTH, 0fHA 1 Ta e
IICYHBIX BOJIOKOH. Pa3iInuHble HEBPOJIOTMYECKHE 3a00jIeBa- AMIDTUTYIa MaKCUMaJIbHOTO MOTOPHOTO 0TBeTa (M-0TBET) MO-
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KeT oTpaxatb paznnyHoe kojuuecto JIE. Bckope mocne mo-
paXeHus] MOTOHEMpOHA WJIM aKCOHOB aMIUIMTyaa M-oTBeta
CHITKAETCs, OTHAKO 3aTeM B pe3ynbrate (heHOMeHa KoJulare-
pajJbHOM pEeMHHEPBAllMM, MOXET BO3pacTH — IPU TOM, UTO
konnuectBo IE ocraercs mpexHum. IloacueT koauyecTBa
coxpanHbix JIE MoxeT uMeTh 3HaueHHe B IuddepeHIIab-
HOW TMarHOCTUKE 3a00JjieBaHUM, OMHAKO elle Oonee 3HAYM-
MOH TIPEICTABISCTCS €r0 Posb B OIEHKE MPOrPeCCHpOBAHIUS
MaToJIOTMYECcKoro mporecca. KomuuecTBeHHast OllEHKa CO-
xpaHHbIX JIE paccmarpuBaeTcsl CeromHs KaK BaXXHBI OMO-
Mapkep B olleHKe 3(P(MEKTUBHOCTA HOBBIX pa3padaThiBaMBbIX
TEXHOJIOTU JleueHusl 60J1e3HM ABUTATENbHOTO HelipoHa. [10a-
TOMY Ha TIPOTSKEHUHM TTOCTICTHUX TECITUICTHIA BeASTCS TIOMCK
31EKTPO(PU3NOTOTMUECKMX METOA0B OlieHKM KonuvecTtBa IE,
KOTOpBIE Ha CETONHSIIHUIA A¢Hh OOBSIMHSIOTCS TIOI OOIIUM
HazBaHueM MUNE (Motor Unit Number Estimation). Cnenyet
OTMETUTB, uTO paspadoTka MetonoB MUNE ocnoxHseTcs Tem,
YTO CErofHsS HE CYLIECTBYeT aJIbTEPHATHUBHBIX JOCTOBEPHBIX
croco0oB omnpeneaeHuss UCTUHHOrO KoauyectBa JIE. B vact-
HOCTH, TUCTOJIOTUYECKHUE UCCIe0BAHNUS ieprdepriecKux He-
PBOB He MO3BOJISIOT AU PepeHIUPOBaTh IBUraTeIbHbIC U UYB-
CTBUTEJIbHBIE BOJIOKHA Oonbimoro auamerpa [1]. OtcyrcTBue
«30JI0TOTO CTaHJApTa» 3aTPYAHSIET OLEHKY JOCTOBEPHOCTH CY-
LIECTBYIOIUX U MpeiaraeMbix HOBbIX MeTonoB MUNE.

KaxuMm nomkeH OBITh «uaeaibHbI» MeTof oueHku JIE? U3-
BECTHO, YTO CYHICCTBYIOT Pa3IMYHbIC THITbl JBUTATETBHBIX
eIVHUIL. MaJtble 1o pa3Mepy MOTOHENPOHBI MMEIOT MEHBIIUI
IHAMETP aKCOHOB, CITOCOOHBI pa3BUBATh Caboe, HO YCTONYN-
BOE TOHMYECKOE COKpallleHHe, TOraa Kak OoJbIlie MOTOHEH-
POHBI ¢ MX OONBIIIM IO THMAMETPY aKCOHOM, C BRICOKOI CTeTTe-
HbI0O MUETMHU3ALUK U CKOPOCTHIO TPOBENCHUST MHHEPBUPYIOT
MBIIICYHBIE BOJIOKHA, KOTOPBIE MOTYT pa3BMBaTh OBICTPOE U
CIJIBHOE COKpalleHHe, HO MEHEe YCTOMYMBEI K YTOMIICHHMIO.
Peructpupyemast ammiutyna noreHuuanos JAE (IT1E) 3aBu-
CHUT OT KOJMYECTBA MHHEPBUPYEMBIX €10 MBIIICYHBIX BOIOKOH
U PaccTOsTHUSI 10 371eKTpoaoB. [10CKOIbKY aMIUTUTYAbl OT-
BeToB pa3HHIX [IE ommmuaroTcst, B umeane HeOOXOOMMO MMETh
BO3MOXHOCTb U3MEPEHNUS aMIUIUTYAbI Kaxaoit otnenbHoi JIE,
YTO Ha MpaKTHKe HEBO3MOXHO. [103TOMY ITOYTH BCe METOIBI
MUNE ocHoBaHbI Ha U3MEPEHUU aMIUTUTYIbl OTHOCUTEIbHO
HebosbIoro Koaudectsa JAE ¢ mocnenyomum ycpenHeHUEM.
BoruncisieTcss Tak HasbiBaeMasi «CPEAHSs aMILIUTYAa» OIHOM
HE. KommyectBo JIE Beruncnsiercs myrem neaeHus aMILIATYAbI
MakKcUMalbHOro M-0TBeTa Ha MOJIyYEHHYIO CPEAHION aMILIK-
tyny JE. Takum 06pa3oM, OrpeIIHOCT JIT0OOTo MeToAa OyneT
B 3HAYMTENBHOM CTEIIEHM 3aBHCETh OT BHIOOPKU JTOCTYITHBIX
IUTSL pETUCTPAIINM M BKITIOYeHHBIX B aHanmu3 JIE.

IMepseie marm Ha myth MUNE 6butn cienanst A. McComas.
B cBoeM 0030pe [2] aBTOp BCIIOMUHAET, YTO MBICAb O BO3-
MOXHOM Tojcuere Konudectsa JIE Bo3Hukia y Hero B 1967 .,
KOTJa OH, CUJIS B IA0OPaTOpUM B KAUECTBE UCTIBITYEMOTO, O-
Mmoran aoktopaM R. Johns u C. Brown B pabote mo onpese-
JIEHWIO TIOPOTOB BO30YIMMOCTH MOTOPHBIX M CEHCOPHBIX BO-
JIOKOH OTHOTO W TOro e Hepsa. IlocTeneHHOe MOBBILIEHUE
CWJIbl TOKAa TIPUBOMWUT BHAyajie K TOSIBICHUIO MEPBOTO, HU3-
KOAaMIUIUTYIHOTO MOTOPHOTO OTBETa, a NaibHeiillee Mmocre-
TIEHHOE TOBBIIIEHNE WHTEHCUBHOCTH CTUMYJISIIIAU BHI3bIBAET
CKa4K0OOpa3HOEe YBENIMUYEHHME AMIUIUTYAbl OTBETOB (MO THUITY
(beHOMEHA «BCe WJIM HHYETO»). DTO HAOMIOIEHUE MPUBEIO
A. McComas K MBICJIH, YTO KaX/I0€ TIOC/IEAYIOIIEe YBEMMICHNE
MHTEHCUBHOCTU CTUMYJa MPUBOAUT K BO30YXICHUIO HOBOTO
aKCOHa (COOTBETCTBEHHO HOBOM JIE) ¢ COOTBETCTBYIOILIUM YBe-
JIMYEHUEM aMIUTUTYAbl CyMMapHOro oteeTa. B mocnenyomiem
9TO MpPenooXeHre Obla MOATBEPXKICHO B SKCIIEPUMEHTE C
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Puc. 1. Komuectso my6mkamuii o MUNE no nanaeim PubMed, Ha-
giHad ¢ 1971 r. (pe3ynsrarei 3anpoca “motor unit number estimation”)

Figl. 1. The number of publications on MUNE according to PubMed since
1971 (“motor unit number estimation” query results)

TIOMOIIIbI0 MeToIa KoJutu3uH | 3]. Pazmenus aMIiutyny Makcu-
MaJIFHOTO CYMMapHOTO OTBETa Ha aMILIMTYAY onHoit IE, Mox-
HO monyuuth obmee Konudectso JIE. ITybnukanus B 1971 1.
pabotel A. McComas o metone noacuerta JIE cpasy xe Bbi3Baia
MOSIBJIEHKE OOJIBLIOr0 KOJMYECTBA paboT B 3TOI 001aCTH.

B03MOXHOCTE KOMITBIOTEPHOI 00paOOTKM NAHHBIX IIpUBEIa K
BO3HMKHOBEHMIO BTopoii BosHbI MHTepeca K MUNE B 1980-x rT.
1 pa3paboTKe HOBHIX METOIOB OIeHKH KonudecTBa AE, B ToM
quciae cTaTuctudeckuX. IlosgBMIoch HeMano MyOaMKaiuii,
onuchiBaromX npumeHeHre MetonoB MUNE npu paznnyHbIx
Ho3omorusax [4—15]. Ucropusa pasBuTusg 31eKTPodU3NOIIO-
TMYECKHX METONOB KOJNMUYECTBeHHOM oleHKM [IE xXapakTepHa
TEM, YTO IEPHOIBEI OTHOCUTENBHOTO «3aTUILIbSI» HEOIHOKPATHO
CMEHSIOTCS BCIJIeCKaMu MyOnuKauuii (puc. 1), yTo 0OBIYHO
CoBMagaeT ¢ mpemioxeHueM HoBoro crnoco6a MUNE u wuc-
CIICIOBAaHUSIMU TI0 €r0 CPABHEHMUIO C TPEMIOKEHHBIMU paHee
metoaukamu. Tem He meHee MUNE noxa He Haluia IMpoKo-
T0 TIPUMEHEHNSI B KIMHUYECKOI MPaKTUKE, 9TO 0OYCIOBICHO
B IEPBYIO OYepenb TPYIOEMKOCTBIO TIPEIIOXKEHHBIX METOIVK.
OmHako B MOCNEIHKE TOOR MBI CHOBA HAOMIOMAEM TIOSIBIICHIE
00JIbIIOrO KOJIMYECTBA MyOMKALIMi HAa TeMY OLIEHKM KOJIJe-
ctBa J1E B CBSI3M ¢ TOMCKOM HOBBIX METOIOB JICUEHUS, OTIpe/e-
JieHus1 ero 3 (GEeKTUBHOCTY ¥ JMHAMUIECKOTO KOHTPOIIS Teue-
HUs1 3200/1€BaHMSI.

Kpatkoe omicanue 3,1eKTpodu3n010ruyecKux MeTo10B
omexku Kommyectsa JE

C tex nop Kak ObL1 pa3paboTaH MepBblii C10co0 OLIEHKU KOJIU-
yecTBa aBuraTebHbIX equHul, — MUNE, nosiBuioch MHOXe-
cTBO ero Momudukanmii. Cped HUX MOXHO BBIICIUTH 00JIb-
IIYIO TPYIIITY METOIOB TOIIATOBOM CTUMYJISIINK, OCHOBAHHBIX
Ha TOCTENEHHOM TPUPALIEHUM CHJIbI TOKA W TOC/ef0BaTe b-
HOM BOBJICUCHHU <«HOBBIX» MOTOPHBIX CIMHUI] B pe3yibra-
Te BO30YXXIEHUS «HOBBIX» aKCOHOB B COCTaBE HCCJIEIYeMOTO
HepBa. HexoToprle MomuUKAIMK HAIIUTK ITUPOKOE IPHUMe-
HEHME B MCCIIEI0BATeIbCKOM MMPAKTUKE, OCTAIBHBIC HCITOIb3Y-
I0TCSI pEXE B CBSI3M C BHICOKOI BapUaOeIbHOCTBIO MOKa3aTeseit
WU TPYIOEMKOCTBIO BHITTOTHEHHS METOANKH.

Meron mnomaroBoii cTumyasuuu (incremental stimulation)
nepBoHayanbHO ObIT mpeanoxeH A. McComas ¢ CoaBT.
B 1971 1. [16]. B ocHOBe MeTOma — CTUMYJISILIMOHHASI 3JIeK-
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Puc. 2. Metoa nomarosoii ctumyasin no McComas

A — pacnojoxenue 3JNeKTPOJOB TNPH 3aMHCH MOTOPHOTO OTBETA
¢ m. abductor pollicis brevis ?APB . AKTHBHBIii 3JIeKTPOJI HAXOAUTCA B
NPOEKIUH ABUraTe bHOil Touku APB, pedepenthblii — Ha ananre 60.b-
IIOTO MANbIA, 323eMISIOMUIl — HA JATOHH.

B — cramynsmms cpemunnoro Hepsa. Ilpm mocTenmeHHOM yBemmueHHH
CHJIbI TOKA CKAYK00OPa3HO BO3pACTAET AMILIMTYAAa OTBETA, Ha3biBae-
Masi HHKpeMEeHTOM, COOTBETCTBYeT BKo4yeHnI0 HOBoii JIE. OTobpakeHb
6 MHKPEMEHTOB.

C — Te XKe 0TBETbI, 0TOOPAKEHHbIE MO OTAEIbHOCTH.

D — dopma otnenbHbIx notenmanos JIE, moydenHas myrem nporpam-
MHOTO BBIYHTAHNS M3 KAKIOT0 MOTOPHOTO OTBETA MpPeAbIIYIIEro, MoJy-
YeHHOT0 Ha 00Jiee HU3KO0ii HHTEHCHBHOCTH CTHMY,IALUN

Fig. 2. McComas incremental stimulation method

A — location of electrodes when recording motor response from the
m. abductor pollicis brevis (APB). The active electrode is located in the
projection of the motor point of the APB, the reference — on the phalanx
of the thumb, the ground — on the palm.

B — median nerve stimulation. Gradual increase in current results
in abrupt increase in response amplitude, so called increment, which
corresponds to recruitment of a new MU. Six increments are shown.

C — the same responses are shown separately.

D — the shape of individual MU potentials resulting from software-
assisted subtraction of the previous motor response obtained with lower
stimulation intensity from each successive motor response

TpoHelpomMuorpadus. Perucrpupyroiiye 3JeKTpoAbl pac-
MOJIaraloTCsl B IPOEKLMU MCCISAYeMO MBIIIIBI TakK Xe,
KaK ¥ TIPH WMCCIeJOBAaHWM IMPOBEICHUS MO0 MOTOPHBIM BO-
JIOKHaM HepBoOB (puc. 2). CTUMYIAIUS HepBa OCYIIECTBIISA-
eTCsl B IMCTAIBHOM TOYKE TOKOM MUHUMAIBHOU CWIbL. [Ipu
MOCTENICHHOM YBEMUYCHWM CHJIBI TOKA TpPH OIpPEACIcHHOM
MOPOrOBOM 3HAYCHMU BO3HUKAET MOTOPHBIM OTBET MMHM-
MaJbHOHM aMITUTYyasl. [1pu JambHEIIeM MOBHIIIEHUN CHJIBI
Toka (opma OTBeTa M3MEHSIETCS, M aMIUIUTyda MEHSETCS
cKaukooOpasHo. Kaxmoe Takoe MOBBIIIEHWE aMILIUTYAbI
HA3bIBAaCTCSI MHKPEMEHTOM M OOBSCHSCTCS HTOOABICHHEM
HoBoii JIE, Tak Kak mopor Bo30YyXAeHHsS aKCOHOB pa3iny-
HBIX MOTOHEHPOHOB OTIIMYAeTCI. TaKUM 00pa3oM ITONY4aroT
8—10 MTHKPEMEHTOB U BHICUMTHIBAIOT UX CPEAHION aMILTUTYY,
KOTOpasl YCIIOBHO IIPUHUMAETCS 33 aMILIMTYIY OTBeTa OJXHOIA
HE. KonuvyectBo HE BbrumcisieTcss myTeM AeJIeHUS MaKCHU-
MaJIbHOM aMIITUTYIEI MOTOPHOTO OTBETA Ha MOJTYYECHHYIO aM-
mautyny ogHoit 1E.

OpurvHanbHON METOIMKE MOUIATOBOM CTUMYJISIIIUK TTIOCBSI-
IIeHO 00JIbIIOE KOJIMYECTBO Mybnukanuii [16—22]. B menom
STOT METO[ MOKa3al BBICOKYI0O BOCHPOU3BOJUMOCTDb MOKa-
3aTesell KaK y 3J0POBBIX MCIBITYEMBbIX, TaK U y TAlMEHTOB
C MopaxeHueM MOTOHe#poHoB. [1pu 3ToM Al MpOBEACHUS
UCCTIEIOBAaHUST HE TPEOYeTCs] MOTIONHUTENBHBIX MPOTPAMM,
BpeMsl HUCCJCAOBAHUS ONHOW MBIIILBI 3aHMMAET OKOJIO
10—15 mMuH. BmecTe ¢ TeM ObUIM 0OHAPYXEHBI HEMOCTATKH
Mmetoza. [lepBoHauanbHbIil BapUaHT MOLIATOBOTO MCCIENO-
BaHUS HE UCKITI0YAET BO3SMOXHOCTH OJJTHOBPEMEHHOM CTUMY-
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Puc. 3. Merox MPS

A — TOYKH CTHMY/ISIUN CPETMHHOTO HEPBA NMPH MPOBEIEHUH HCCIeN0BA-
Hus no metoxy MPS.

B — npu cTUMY/SIMKM CPEMHHOTO HEPBA B KAXKIOi TOYKE MOJYYEHO MO
OJTHOMY MOTOPHOMY OTBETY MO TUIY (heHOMEHA «BCe WM HHYero» (mep-
Bblii HI3KOAMILTUTY/IHbII MOTOPHbIi1 OTBET MIPH MOCTENEHHOM YBeTHYEHHH
HHTEHCHBHOCTH cTuMYia). OOpamaeT BHUMAHUE yBeJHYeHue JaTeHTHO-
CTH OTBETOB C yBeJMYEHHEM PACCTOSHHS OT CTHMYJIMPYIONIEro 10 perd-
CTPHPYIOWIETO 3IEKTPOAA

Fig. 3. MPS method

A — the point of median nerve stimulation in the MPS study.

B — median nerve stimulation produced one “all-or-none” motor
response at each point (first low-amplitude motor response with gradually
increasing stimulus intensity). It is noteworthy, that response latency
irllcr(teas((les with increase in the distance between stimulating and recording
electrodes

JIILIMKM aKCOHOB ABYX M 6osiee IE ¢ mpuMepHO 0OIMHAKOBBIM
IOpPOroM Bo30yxaeHus. B aHIo-s3bIYHOM TUTEpaType 3TOT
(beHOoMeH Ha3bIBaeTCsl anbrepHauueil. s pelieHust 3Toii
MpoOJIeMBbl OBUIM TIPEIIOKEHB METOIBI, PACCMOTpPEHHEIE
HUXKE.

Crumynanuu MHOKecTBa TodekK (multiple-point stimulation,
MPS) — wMeron, mnpeamonaraloliMidi CTUMYJISLUIO He-
pBa B HEeCKOJBbKUX Touykax (puc. 3). IlpemnoxeH BIepBbIe
H.S. Milner-Brown u W.F. Brown B 1976 . [23] . B cBomMX
paboTax aBTOpPH MTOKA3aJIM, YTO TOJBKO IepBbIe (OOUH N
JIBa) MHKPEMEHTBI aMILIUTYIbl MOTOPHOTIO OTBETA NECTBU-
TeJIbHO COOTBETCTBYIOT 100aBaeHUI0 ofHoi HOoBoit IIE. TTpu
MOCJIEAYIOMIEM YBEIUYEHUN WHTEHCUBHOCTU CTUMYJISILIMM
HaOsofaeTcd heHOMeH anbTepHAlMU, & UMEHHO, OJHOBpE-
MCHHOE WJIM TOIEpeMeHHOE BKIOUEeHHE HECKONbKHMX [IE
BCJICACTBUE MPUMEPHO OJMHAKOBOIO IOpOra BO30YXIEeHUS
MX aKCOHOB, YTO MPUBOIUT K OLIMOOYHOMY 3aHUKEHUIO MO-
kazateneit MUNE. IToatomy Ob1710 MpenioXeHo OLieHMBATh
JIMUIb TIEPBBIA OTBET, YCPEAHEHHBIA NMPU ONHOWA W TOU Xe
cuiie Toka. CTUMYNALIKS HepBa B HECKOJIBKHX TOYKAX MO3BO-
JIieT Ha0paTh NOCTaTOYHOE KOJMYECTBO OTBETOB IS aHAIU-
3a, 00bI9HO B KonmdecTBe 8—10. [Ipu 3TOM paccunTHIBacTCS
cpenHss amruiutyna oteeta JE W BhluMcisieTcss 3HayeHuUe
MUNE nyteM neneHusl 3HAYEHUS] aMIUTUTYIbl MOTOPHOTO
OTBETa, MOJYYCHHOTO IMPH CYMpaMakKCUMaabHON CTUMYJIS-
LMY HepBa, Ha cpeaHIolo amruutyny ogHoi JIE. Metog MPS
B MHOTOYHMCJIEHHBIX UCCICTOBAaHMUIX TI0KA3aJI BRICOKYIO BOC-
npousBoaumocts [10, 23—30]. Meroauka BBITOJHUMA Ha
M000M 37eKTpoMuorpade, IMpyu OIPeaeIeHHOM OIIBITE CIie-
LMAJIMCTa UCCAeIOBAHUE OMHOM MBILIIBI 3aHUMAET OKOJIO
15—20 MuH. MeTon oka3zajicsl ©6osiee TOYHBIM B CpaBHEHUU
¢ nepBoHavajabHeIM 10 A. McComas, HO HECKOJIbKO bojiee
TPYAOEMKHM.
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Puc. 4. Anantuposannbiii meronq MPS

A — MoTopHbIe 0TBETHI, MOMydenHbie ¢ APB npu momaroBoi cTiumymns-
1K CPEIMHHOTO HEPBA B TPeX TOUKAX. IIpn cTHMYJsM B KAXKI0ii TOUKe
TOJIy4eHO 10 TPH HHKpeMeHTa, 4To cooTBercTByeT 3-M JIE, Bcero 9 JIE.
Jlnd BbIYMC/IeHUSA cpeHeil aMIMTyabl oTBeTa oaHoil JIE cymmupyrotes
AMIUTATY/IBI TTOMYYEHHBIX MAKCUMAIBHBIX OTBETOB B KAXK/10ii TOYKE C T10-
CJIeYIOIINM JesieHneM Ha 9.

B — cdopma oTaenphbix notennuanos /IE, noayyennas myrem mporpamm-
HOTO BHIMMTAHHSA M3 2-TO M 3-T0 OTBETOB MpeabIAYIero. BoimoHsercs
OT/E/bHO LTS KAXK0i TOYKH CTUMY.ISLUN

Fig. 4. Adapted MPS method

A —motor responses obtained from APB during incremental median
nerve stimulation at three points. Stimulation at each point produced
three increments, which corresponds to 3 MUs, a total of 9 MUs were
produced. The average response amplitude of one MU was calculated by
summing up the amplitudes of maximal response at each point, followed
by dividing the result by 9.

B — the shape of individual MU potentials, obtained by software-assisted
subtraction of previous response from the 2nd and 3rd one. It is performed
separately for each stimulation point

Ananruposannbiii Meton MPS (A-MPS) npemnoxen FE Wang
u PJ. Delwaide B 1995 1. [27]. DTOT MeTOI BHIUMCIEHUS KO-
gyectBa JIE mpencrapisteT co00ii coueTaHMe OBYX OIMMCAHHBIX
BbIIlIE METOAMK U JTOBOJBHO YACTO IIPUMEHSETCS] B HACTOSIIIEE
BpeMs B Pa3IMYHbIX KIMHUYECKUX uccienoBanusx [28—30].
TexHuKa 3aKiTI09aeTcs B ITOLIATOBOM CTUMYJISALIMY HEPBa B TPEX
TOYKaX C MOJYYeHUEM B KaXIOW M3 HUX HE OJHOTO, KaK TpH
craggaptHoM MPS, a Tpex nHKpeMeHTOB (puc. 4). DTO MO3BO-
JISIET COKPATUTh BpeMsI MCCJIEIOBAHMS 32 CUET YMEHBILEHUS KO-
JIMYECTBA TOYCK CTUMY/ISIIMU HepBa. [locmemyronye pacuyeTsl
cpenHeit ammutyabl ogHolt JIE u xonuuectsa JIE He oTamnya-
I0TCSI OT TIPEABIIYIINX METONOB. B MccaenoBaHusIX IMHAMUKI
TeyeHUs: 60KoBoro amuoTpodudeckoro ckieposa (bAC) ¢ mpu-
MEHEHHEM ONMCHIBAEMOIl METOIMKHU TOKa3aHa BO3MOXHOCTb
JIOBOJIbHO 4eTKoro orciaexupanust yrpatbl JE (okono 9% B
Mecs) [30]. [TpumeHeHnue metona MPS B mpakTriKe orpaHuye-
HO BO3MOKHOCTBIO MCCIIEIOBAHMSI TOJIBKO TMCTATBHBIX MBIIII]
KoHeuyHocTel. [1pu uccneqoBaHKY MPOKCUMANbHON MYCKYyJIa-
TYPHI BO3HUKAIOT 3aTPYIHEHMS, CBI3aHHBIC ¢ MAJIBIM KOJIMYe-
CTBOM JIOCTYITHBIX TOUEK I CTUMYJ/ISILIMU KOPOTKMX HEPBOB.

Meton STA MUNE (spike-triggered averaging) 1mo3BousieT mc-
ClIe[IoBaTh HE TOJBKO MUCTANbHbIE, HO M IMPOKCHMAJbHBIE
MbILILBI KOHeYHocTed. boin mpemtoxen W.E Brown ¢ coaBT.
B 1988 1. [31]. MeTon 3akrovaeTcs B OMHOBPEMEHHOM 3aIu-
CH TIOTEHIIMAJIOB JBUTATEJBHBIX €IUHWI BHYTPUMBIIICYHBIM
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1 HAaKOXHBIM CIIOCO0AMH, B CBS3M C YeM BO3HUKAET MOTPeD-
HOCTb B 0COOOM MPOrpaMMHOM OO€CIEYeHUH, MO3BOJISIIOIEM
OCYIIECTBIISATh IBYXKAHAIBHYIO 3aliCh ¢ KOHIICHTPHIECKOTO
WTOJIbYAaTOTO U TIOBEPXHOCTHBIX 3J1eKTponoB. [ToreHunansl IE
B urojibuatoit OMI (Tpurrep) mo3BossIOT UACHTU(PUIUPOBATH
otnenbHble moteHuuansl JIE B moBepxHoctHoit DMI ¢ mocie-
JYIOIIMM UX YCpemHeHueM. B oTiumuume oT BbllenepeyucaeH-
HBIX MCTOIMK OTBETHI ULl aHAIM3a HAOMPAIOTCS TPH aKTHB-
HOM JIETKOM COKpAIlleHUM MBIILIBI, a He CTUMYJISILIMEH HepBa
anekTpudeckuM TokoM. [lomcuer JIE ocymecTBiseTcs mytem
JieJIeHYS aMILTMTYAbl MOTOPHOTO OTBETA, MOJTyYEHHOTO TIPH CY-
MpaMakKCUMaIbHOW CTUMYJISIIIMU HEPBA, HA CPENHIO aMILIK-
Tyay HabpaHHbIx noteHuuanos JIE. PacnpoctpaneHue Metona
OrPaHUYEHO B CBSI3U C €r0 MHBA3UBHOCTBIO U HEOOXOAMMOCTBIO
CIIEIIAIEHOTO ITPOrpaMMHOT0 obecriedeHus. K Tomy xe MeTox
STA nonpasymeBaeT UcciieN0BaHKE TOJIbKO MaJIbIX MOTOHENPO-
HOB, TaK KaK Ha0op moTeHInanoB JJE MoXeT OCyIIecTBISThCS
JIMIIb TP JIETKOM MBIIIEYHOM COKpaltieHuH. C 11e/bio YBeIu-
YeHUs IMana3oHa MCCIeAyeMbIX CIIMHAIBHBIX MOTOHEPOHOB
METOII B OCIISAYIONIEM ObLT MOTH(UIIPOBAH.

Meton STA MUNE c nekomno3umueii (DE-STA) [32, 33] ocHo-
BaH Ha BblIeJIeHUHU MoTeHLMa 0B JIE u3 nuntepbepeHIIMoHHOM
KPHBOIA, 3aIIMCAHHOM IIPH pa3HOM CHJIe COKPAIIEHUS MBIIIIIHI.
Brinenenue noreHuuanos JE u3 uHTephepeHIMOHHOTO TaT-
TepHA (TIeKOMITO3UIINS) TPeOYeT HAIMUMS CIIeUATBHOTO IIPo-
rpaMMHOro obecreyeHus. OIHAKO 3aMUCh IIPU Pa3HOii CujIe
COKpAIIIEHHS MBIIIIEI TI03BOJISET BKIIOYHUTh B aHAIU3 TTOTEH-
uuansl JIE He TOIbKO MajblX, HO ¥ GOMBLIMX MOTOHEHPOHOB.
Takxe 3TOT MeTOA TpeOyeT MEHBIIMX BPEMEHHbIX 3aTpaT (Kak
npaBuio, He 6ojiee 10—15 MuH).

Cratuctinyeckuii meton onenku kommyectsa JIE (STAT MUNE),
paspabotannsiii J.R. Daube B 1988 1. [4; 34], oTHOCHTCS K Me-
toaam noiuaroBoro uccienopanusi. STAT MUNE ocHoBaH Ha
MPEIIONIOXEHNH, UTO BapHaOeTbHOCTD BEIMIMHBI MOTOPHOTO
OTBETa NP OHOM U TOH XK€ UHTEHCUBHOCTH CTUMYJISILIUU OT-
paxaeT HCOAMHAKOBOE KOJMYECTBO OTBETHBIIMX aKCOHOB U
cootBeTcTBeHHO JIE. CHOXHBIN CTaTMCTUYECKUI alTOPUTM
OCHOBaH Ha IMPEATMOJIOXEHHUH, YTO TI0 Mepe YBEIMICHUS MH-
TEHCUBHOCTU 3JICKTPUYECKON CTUMYJSINKM BKIIOYEHUE HO-
BbIX J1E ¥ yBenmueHNe BeTMIMHBI CYMMAapHOTO OTBETA OITHCHI-
BaeTcs pactpeneneHreM [lyaccora. MeTox 03BOJISIeT YIeCTh
BIMsIHUE (eHOMeHa anbTepHauuu Ha mokazatenu MUNE.
B nHavane wuccinemoBaHMS BBICTpAMBAeTCS KpUBAs 3aBHCHU-
MOCTH aMILTMTYIBl MOTOPHOTO OTBETa OT HHTEHCHBHOCTH
CTUMYJIa, KOTOpasi B HOPME COOTBETCTBYET PacHpe/eeHUI0
ITyaccona (puc. 5). 3aTeM BBIOMpPAIOTCSI HECKOJBKO «OKOH»
C HaMOOJBbIIMMHU «CKaYKaMU» aMIUTUTYIbl TIPYU BO3pacTaHUU
TOKa, KOTOPHIE MPEAMOI0XUTEIFHO COOTBETCTBYIOT BKITIOUEC-
HUIO OJHOM UK HeckobkuX JIE, B mpeaesax Kaxmoro «oKHa»
HEepB CTUMYJIMPYETCS MHOTOKPATHO TOKOM OXHOM M TOH Xe
MHTECHCUBHOCTH. TakiM 00pa3oM, B aHAJIM3 BKIIOYAIOTCS KaK
MaJble, Tak 1 6ojpive JIE, 94To SBasieTcs HeCOMHEHHBIM Ipe-
nmymectBoM STAT MUNE B cpaBHeHUU ¢ OCTaTbHBIMU T10-
IIarOBBIMU MeTomaMu olleHKU KoaudectBa JE. OgHako 310
MPEUMYIIECTBO COMPOBOXKIACTCS 3HAUUTEIHHBIMU HEIOCTAT-
KaMU: TpeOyeTcs HaJlu4yue CIEeLUaIbHON JOBOJIBHO CIOXHOIA
MPOTpaMMBl CTaTUCTUYECKON OOPaOOTKM TMOJTYyYECHHBIX TaH-
HBIX, 2 MHOTOKPAaTHas 3JIEKTpUIECKask CTUMYJISIIUS TUCKOM-
(opTHa A1 mauueHTa.

MeTton oLileHKU KOJIMYeCTBA IBUTATEIbHBIX €IMHMII, OCHOBAH-
HBIA Ha BbluKciaeHuu napametpoB F-BonHbl (F-wave MUNE)
ObLI pa3paboTaH B KauecTBe albTepHATUBHOIO MeToa B 1994 1.
D.W. Stashuk ¢ coaBt. [35]. MeTtoauka F-BonHbI, onHa U3
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Puc. 5. Merox STAT MUNE

A — KpuBasi 3aBHCMMOCTH AMILTHTY/Ibl MOTOPHOTO OTBETA OT HHTEHCHBHO-
CTH CTHMYJIa, KOTOpPasi B HOpMe COOTBeTCTBYeT pacnpenenenuio Ilyacco-
Ha. Ha ocHoBe KpuBOii BHIGHPAIOTCS HECKOJIBKO «OKOH» C HANOOMIbIIMMHE
CKAYKAMH AMILTATY/] OTBETOB TMPH MOCTENEHHOM TIOBHIIEHHH WHTEHCHB-

HOCTH CTUMYJISILIMH.
— 3aKJII0YHTE]IbHOEe OKHO M Pe3yJIbTaThl CTATHCTHYECKOi 00padOTKH

B
nosyyennsix Janubix B mporpamme STAT MUNE nociie TectupoBanus
B BHIOPAHHBIX «OKHAX»

Fig. 5. STAT MUNE method
A — the plot of the motor response amplitude as a function of stimulus

intensity, which normally corresponds to Poisson distribution. The curve
is used to select several “windows” with the highest response amplitude

step, when gradually increasing stimulation intensitg.
B — the final window and the results of statistical data processing in the

STAT MUNE program after testing in selected “windows”

YacTO MPUMEHSEMBIX B PYTMHHOM IPAKTUKE, 3aKIH0YAETCS
B CylpaMakKCHMAaJbHOM CTUMYJSLMU HEPBA C perucTpalueit
MO3MIHUX OTBETOB, OTPAXAIOIIUX Pe3YJbTaT PETPOTrPaTHOTO
pacmpocTpaHeHKs MOTEHIKANA JEACTBHS 10 MOTOPHOMY BO-

JIOKHY 1 BO3BPAaTHOTO BO30YXIEHMsI OMHOIO MM HECKOIbKUX
MOTOHEWPOHOB CIIMHHOTO Moara. IIpeanonaraercs, 4To cyo-

B
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Puc. 6. Meron MUNIX
A-—mHa n%oﬁ Tpacce MpeACTaBleH MAKCHMAIbHbIA M-0TBeT, moJy-

vennblii ¢ APB npu crumyasimun cpeaunnoro Hepsa. Ha HIDKHEX ceMu
Tpaccax MoKa3aHbl 3amiucH MHTepdepeHmonHoro narrepia ODMI, 3a-
PerucTPUPOBAHHBIE TEMH JKe HAKOKHBIMU JJIEKTPOJAMH HA Pa3HOil CHie
TPOU3BOJILHOTO COKPAIIEHHSI.

B — perpeccuoHHas KpuBasi, SKCTPANOJIMPOBAHHASI 10 MUHHMAJIBLHOIO
3HAYEHHsI, IPH KOTOPOM COLIACHO «MI€AJbHOH Mojeu» HHTepdepen-
HVOHHDIA MATTEPH TeOPETHYECKH MPEACTABISIET CO00il MOCIeN0BATENb-
HOCTb NMOTEHHUAJIOB PAOOTAIOMUX, HO He NMEPEKPHIBAIOIIMX JPYT Apyra
JE. B nannom npumepe unnekc MUNIX pasen 151. Boraucisiica Takxke
nokasareb MUSIX (=77uV), nonyyennbiii ieenneM M-oTBeTa Ha HH-
nexkc MUNIX. Jlannblii mapamMeTp MOXKeT KOCBEHHO OTPAKATh CPEIHION0

aMILTATYAY noTeHmana /I

Fig. 6. MUNIX methods
A — the first line shows the maximum M-response obtained from APB

with median nerve stimulation. The lower seven lines show the EMG
interference pattern recorded with the same cutaneous electrodes at
different voluntary contraction force.

B — the regression curve extrapolated to a minimum value, when,
according to the “ideal model”, theoretical interference pattern is the
sequence of potentials of the working, but not overlapping MUs. In
this example, MUNIX index is 151. MUSIX index was also calculates
(=77uV) by dividing the M-response by MUNIX index. This parameter
can indirectly reflect the average amplitude of MU potential
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MaKCHManbHas CTUMYJISALUS MPUBOIUT K BO3BPATHOMY BO3-
OyXIeH110 00BIYHO OIHOrO MOTOHelpoHa. [locienHee u yer-
Jo B ocHoBy MeTona F-wave MUNE. Ilnsa ouenku IE Heps
crumynupyetcst MHorokpaTHo (1o 300 pa3). U3 Bceil BbIOOp-
k1 F-BoJiH 0TOMpaloTCcs MAEHTUYHBIE APYT APYTY, MPEanoo-
KUTENBHO TpeacTaBsdionye codboit orser ogHoit IIE. lanee
BBIYMCIIICTCST CpeqHs aMIUIATyna onHoit [IE M Koam4yecTBo
IBUTATEIbHBIX COWHMI OOBIYHBIM IUIS OCTaJbHBIX METOIOB
obpazom.

MUNIX (motor unit number estimation index) — WHAEKC
OLICHKM KOJMYECTBA IBUTATeJBHBIX COWHMI[ pa3padoTaH B
2004 . D.S. Nandedkar ¢ coaBr. [36, 37]. DTo 0fMH U3 CaMbIX
MOJIOJIBIX, HO OBICTPO HAaOMPAIOIINi MOMYASIPHOCTD U aKTHBHO
TIPUMEHSIEMBI MEeTOI KOJTMIECTBeHHOM olleHKH JIE B KimimHM-
YeCcKMX MCIbITaHUuAX [38—41], uTo 0OYCIOBIEHO JIETKOCTBIO
BBITTOTHCHISI METOIVKY ¥ MUHUMAJIbHBIM THUCKOMMOPTOM IS
MalyeHTa, COYeTAIOIMMUCS ¢ BBICOKUMHU MTOKa3aTeIsIMHU BOC-
npousBoauMocTu [42—44]. BHavase BBIMOIHSIETCS perucTpa-
1S MaKCHMaJbHOTO M-0TBeTa B MPOCKIIMM IBUTATEIbHOI
TOYKHM MBIIIIBI. 3aTeM TeMH K¢ HAaKOXHBIMH 3JICKTPOIaMU
BBITIOJTHSACTCSI PETUCTpalMs WHTePPEPECHIIMOHHOTO IaTTep-
Ha OMI Ha pasHoii cujie TPOU3BOJIBHOTO COKpalleHus. Boi-
oupatorcst ot 6 10 10 smox (mmurenbHOCTHIO 300—1000 MC) B
IMara3oHe OT MUHUMAJIbHOTO 10 MaKCMMAJIbHOTO COKpaIllle-
Hud. Jlajee BBICTpaMBaeTCsl perpecCUOHHas KpuBas (puc. 6)
IO TTOKA3aTeISIM TUIOLIANN M MOIIHOCTA MOTOPHOTO OTBETa M
3aperuCTPUPOBAHHOTO MHTEP(PEPEHLIMOHHOTO MaTTepHa Mpu
Pa3HOi CHJIe M30METPHYECKOro cokpamieHus. Ilo maHHBIM
PErpeccuy BBIMOMHSAETCS IKCTPATIONSALKS 10 HEKOTOPOTO BbI-
OpaHHOTO MMHMMAJIBHOTO 3HAYEHUS, IPH KOTOPOM COTJIACHO
«MeaNbHOM Momeau» HMHTepdepeHIIMOHHAs KpuBas Teope-
TUYECKU TIPEACTaBIsSET COOON MOCIenoBaTeIbHOCTh TMOTEH-
1IMAJI0B PadOTaOMIMX, HO He IepeKpPBIBAIOIIMX APYT Ipyra
JBUTATENbHBIX eqHUL. [TyTeM AeNeHMs aMILIMTYIbl MaKCH-
MaibHoro M-otBeta Ha uHaeKc MUNIX Bbruucnsercs apyroi
rokasatesib, KoTophlii Ha3biBatloT MUSIX. [laHHBI mapaMeTp
MOXKeT KOCBEHHO OTpaxaTb CPEAHIO aMIUIMTYAy MOTeHIIMA-
noB JIE. Takum 00pa3oMm, B cltyyae MmopaxeHUM MOTOHEMPOHOB
1 MoC/IeAyIolIe KomnaTepaabHON peMHHEPBALIMM Mbl MOXEM
oxuaarh cHuxeHus uHaekca MUNIX ¢ oqHOBpeMeHHBIM yBe-
JIMYEHUEM aMITIATYABI OTAeIbHBIX JIE, 4TO JOMKHO OTpaXxarh-
cs1 Ha yBermmaeHun mapameTpa MUSIX. HecMmoTpst Ha Kaxymny-
10CSI CJI0KHOCTb, aITOPUTM MHIEKCa He TpeOyeT CIelalbHOro
MPOrpaMMHOr0 00eCeYEH NS, BO3MOXHO MOCTPOEHUE (POpMYJT
1 BeruMciieHue B mporpamme Excel. C moMoIbio JaHHOTO Me-
TOJAa BO3MOXHA olieHKa Kojuuecta JIE B m000ii MbIILE, €
KOTOPOH MOXKHO TMOJYINTh MAKCHMAIbHBIA MOTOPHBIN OTBET
MpU CTUMYJISLIMM MHHEpBUpYIOLIEro ee Heppa. IlokazaTennb
MUNIX sBasieTcst He abCOIIOTHOI oLieHKO# KonuvectBa JAE,
a MHIEKCOM, KOTOPBIi IPONOPLUOHAIEH KOJTMIECTBY COXpaH-
Hbix IIE.

B aToM pasnene Mbl IpeACTaBIIN JIUIIb HauOojIee N3BECTHHIE
BIEKTPOPU3MOIOTHUSCKIE METOOBI OleHKU KonmmdecTtBa JIE.
B Hacrosiiee BpeMsi MpoaoKaeTcsl MOMCK HOBBIX CIIOCOOOB
1 METONOB TAaKOW OIEHKM. B 4acTHOCTH, K HMM OTHOCHTCS
meton CMAP SCAN, npencrasineHHbiii B 2016 . H. Bostock
[45]. HenaBHO Omy6JMKOBAHBI PE3YJNbTAThl MCCAEAOBAHMS C
npuMmeHeHneM 3toro Meroza npu BAC [46], cormacHo KoTto-
pbiM yyBcTBUTENbHOCTH MeTona CMAP SCAN mpesocxomut
qyBCTBUTETBHOCTL MeTonoB MPS 1 MUNIX. HeoGxomuMer
nocaenyromue uccnegopanus rexHonoruu CMAP SCAN, oc-
HOBHBIM OTPaHUYCHHEM IOMPOKOTO PACIIPOCTPAHEHUS KOTO-
POIl MOXET SIBUTHCSI HEOOXOAUMOCTb YCTAHOBKHM CIIEIMATbHO
pa3paboTaHHOI MporpaMMbl aHanu3a koauvectsa JE.
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Onpit npuvenernss MUNE B KinHudeckoii npakTuke

Onxoit m3 mepBbix obmacteil mpumeHennss MUNE gaBunach
npobsiema ctapeHus. YeM oObsSICHIETCSA CHMKEHUE MBIIICUHOM
cwbl? ToNbKO JNUIIL aTpO(PUIESCKIMU IMPOILIECCAMU, CHILKE-
HUEM MbIIIeYHo# Macchl? Kpome Toro, OCKOIbKY MHOTHE 3a-
0oJIeBaHMST HEPBHOU CHCTEMBI IEOIOTUPYIOT B ONpeIeICHHOM
BO3pacTe, HEOOXOAUMO OBUIO MMETh pedpepeHTHBIC 3HAUCHMUS
JUISL Kaxaoi Bo3pacTHOM rpymmbl. MccienoBaHus mokasai,
yro, 1o faHHbIM MUNE, uzMeHeHus1 BO3HUKAIOT HE TOJbKO
B MBIIIIIAX, HO CHIKAETCS TakKe M KOJMIECTBO (HYHKIIMOHMU-
PYIOIINX IBUTATEIBHBIX €IUHMNILI; TIPX 3TOM HamboJee apaMa-
THYECKOEe CHIDKeHMe Tpoucxomut mocie 60 mer [31, 47-50].
3HauuTenbHee cTpaaatot 6onbinue JE ¢ OpicTponpoBoasiuMu
AKCOHAMMU, YTO MOXET OOBSICHUTH TAKXE CHIKEHUE CKOPOCTEi
MpoBeACHUS ¢ Bo3pacToM [51] .

Ha ceromHs umeetcst 0ojiblioe KOJMYECTBO IMYOIMKALUiA O
npumeHeHnd MUNE mpu pa3iuyHbIX HEBPOJOTMYECKUX 3a-
00JIeBaHMSIX, B TOM UKCJIE HE CBSI3AHHBIX C TIOPaKEHUEM MO-
TOHEWPOHOB CMMHHOTO Mo3ra. OmHaKO HauboJbllee Koluye-
cTBO pabot nocesimieHo npumeHeHnio MUNE y manpeHToB ¢
BAC [52-59], uTo HeyauBuUTEIbHO, MOCKOIbKY BAC sBisieTcs
JIy4IIeit MOZENIbIO IS MCCIeI0BAaHMS THOEIN MOTOHEHPOHOB.
ITokazaHa BbICOKasI CTETEHb KOPPEISIIMM MEXKITY KTMHUYESCKU -
M TIPOSIBIICHASIME TIOpaskeHUS MOTOHEHPOHOB 1 M3MEHEHHEM
MUNE B pa3BepHyThIX cTagusix 3a0osneBaHusi. [Ipu 3tom Ha
paHHuUX 3Tanax 3aboneBaHus MeToabl MUNE mnoka He mokasbi-
BAIOT JOCTATOYHYIO YYBCTBUTEILHOCTD, YTOOBI paCCMaTpUBATh-
Cs1 B KQUeCTBe JOMOJHUTEIbHOr0 KpuTepus nuarHoctuku bAC.

[MpeanpuHUMaIOTCS pa3TMYHbIE MOMBITKY JOKIMHIIECKOM 11a-
rHoctiku BAC, B TOM unciie ¢ IpUMEHEHUEM 3J1eKTpopU3n0-
Jormyeckux Meronos [61]. Panee ¢ 31oii LiebI0 MCCIENOBAHBI
pa3IMuHbIe TapaMeTpbl KOJMYECTBEHHOM WrombyaTo DMI,
mkutTepa [62—64]. B 2002 1. A. Aggarwal 1 G. Nicholson o6Hapy-
KM TOKJIMHWYecKue u3MeHeHus mokaszateneir STAT MUNE
y Hocuteneid MyTauuu B rede SODI [64]. B 2016 r. ony6/uko-
BaHa pabota C. Neuwirth ¢ coaBT. 00 U3MEHEHUSIX MMOKa3aTeNnei
MUNIX B KIMHMYECKU HE MOPAXEHHBIX MBIIILIAX Y MallMeHTOB
¢ BAC 3a 12 mec 10 OSIBIIEHIS CUMITTOMOB X ITOpaxeHus [65].
Pe3ymbraThl 3THX MCCeTOBaHMN B OyAyIIIEM MOTYT OBITh TIPHMe-
HEHBI TIPY pa3pab0TKe MTPeBEHTHBHBIX MEPOTIPUSTHI.

Haubonbiiuit uHTEpec ceroHs NpeacTaBsIOT METOABI OLIEH-
Ky konuyecta JJE B AuHaMuke mpu NpoBeAeHUM KIUHUYE-
CKUX McTIbITaHUI mpenapatoB s jeyeHus: bAC. Tloacuer
KonuuectBa JIE saBisercss omHUM M3 BaXHBIX MOKazaTeneit
MPOrPECCUPOBaHUs 3a00J1€BaHUs, TIO3TOMY METOIBI, TI03BO-
JISTIONINE KOJMMYECTBEHHO OIEHUTh AuHaMuky rubemu JIE,
MPUBJIEKAIOT BHUMAaHME HCCleNoBaTeNell 1Mo BceMy MUPY.
Ewe 20 ner nazan K. Felice [9] omyGaukoBan paboty mo
CPaBHUTEJLHOMY aHATM3y KIMHUYECKUX U 3IEKTPODU3NO0-
JIOTMYeCcKUX MokazaTeneit y mauueHToB ¢ BAC B guHamuke
u mokasan, yto MUNE (a umenno MPS MUNE) spistercs
qyBCTBUTEIbHBIM METOIOM OLIEHKU MPOTPECCUPOBAHMUS 3a-
OoneBanusi. CpaBHUTENIbHBIE MCCAEN0BAHNS IEMOHCTPUPYIOT
B 1I€JIOM JI0BOJIbHO OJIM3KME 3HAUYEHMsI BOCTIPOM3BOIMMOCTHU
JAHHBIX, TOJYYEeHHBIX pa3HbiMU MetomukamM MUNE [1],
MO3TOMY OCHOBHBIMM KPUTEPUSIMU BbIOOpA MeTONA AJIs MPU-
MEHEHUS B MPAKTUKE SIBASIOTCS JIETKOCTb, OBICTPOTA BBIIIOJ-
HEHUSI ¥ TIEPEHOCUMOCTh UCCIIENOBAHUS MAlMeHTOM. B Ha-
cTosilee BpeMsl Hambosee MOAXOASIINM «KaHIUIATOM» IS
yka3aHHoii nenu npencrasasercs Meron MUNIX, yem 00b-
sICHsieTcsl Oonbloe KonuvecTBo uccnenoBanuiit MUNIX mpu
BAC B nocnennue rogsi [39, 42, 43, 66—71].



TEXHONOTM

MoxHo oxugath cHukeHus rokasatenaeit MUNE mpu mopa-
XE€HUM MOTOHEHPOHOB J1000ii 3THOM0TMK. PaboT nmo Komuye-
CTBeHHOI onieHKe JIE 1mpy clIMHATBHEIX MBIIIEYHBIX aTPODUSIX,
MOJTMOMUENIUTE, UIIEMUYECKHMX TTOPAXEHUIX CIIMHHOTO MO3ra
3HauuTeIbHO MeHblIe, yeM mpu BAC. B pamkax cnvHanbHOI
MBIIICYHOM aTpouu TIPeACTaBIsIieT WHTEpeC OIpeAeeHUe
komuuectBa [AE y nereit [72—74]. Otmeueno, uto MUNE xo-
pOLIO TIEPEHOCUTCS IETbMU M JaeT Ooiblie MH(OpMaLUu O
COCTOSIHUM HEPBHO-MBIIIEYHOTO armapaTa B CPaBHEHUM C
IPYTUME 3JIeKTPO(U3NONOTHICCKMMHI MeTomaMu. HecMotps
Ha OoJjiee BBIPAXECHHOE KIMHUYECKOE MOpaXeHUE IPOKCH-
MaJibHOM Myckynatypsl, nokazatenn MUNE cHuxarorcst u
B IMCTabHBIX MBIIILIAX KOHEUHOCTel [72]. Y MianeHueB u3-
MeHeHuss MUNE He Obliu 3abMKCHPOBaHBI IO MOSIBICHUS
KIMHAYECKMX CHMITOMOB, OIHAKO 3aMEUYCHO pPe3Koe CHM-
KeHMe TIoKasatesieil 6onee yeM Ha 90% B TedeHue 1—2 Mec
oT nebroTa 3a001eBaHus. OTMedaeTcs 0ojIee BRIpaKeHHOE M3-
MeHeHue KonuuectBa J1E npu CMA 1 Tumna n MeHee BhIpaxKeH-
Hoe ipu CMA 2 u 3 tunos. Mccnenosanue MUNE npu crniu-
HaJIbHO-0y/I0apHOM MBIIIeYHOM atpodun [75, 76] mokasano
BITOJTHE OXXKaaeMble u3MeHeHusI; moka3ateau MUNE meHstioT-
CSI B COOTBETCTBUY C KIIMHUYESCKAMM TIPOSIBICHUSIMA ¥ MOTYT
OBITb OOHAPYKEHBI 10 CHWXKEHMS aMILUTUTYIbl MOTOPHOTO OT-
BETa, B CBS3M C YeM BBICKA3aHO IPEATIONOKEHIE O BOZMOXHOM
npumeHeHnu MUNE B olieHKe TeyeHus 3a00JIeBaHMs elie B
HAYaJIbHOM €T0 CTAINH.

MeTtoabl KonnuecTBeHHON oueHkU JE HaxomaT nmpuMmeHeHMe
He TOJIBKO ITPH 3200JIeBaHMSX, CBSI3aHHBIX C IIOPAXKEHIEM MOTO-
HelipoHoB. CyuecTByloT nmyoaukauuu o npuMeHeHun MUNE
TIPU HACJIEACTBEHHBIX [77] ¥ ayTOMMMYHHBIX TOJIMHEpONaTh-
sx [78, 79]. [Ipu 3Tux 3a00seBaHMAX U3MEHEHHE TIOKa3aTeseit
MUNE, 6e3ycoBHO, He CBSI3aHO ¢ TIOpaXXeHUEM Tell Helpo-
HOB, a MOXET JIMIIb OTPaXaTb CTETICHb MOPAXeHUS aKCOHOB
pa3IMYHOI 3THOJNOrMU. B yacTHOCTH, Hab/ofeHe 3a AMHA-
MHKOI BOCCTAHOBJIEHUS IIPH OCTPOM MOTOPHOM aKCOHAJIbHOMN
HeliponaThu MoKa3ano, YTO Ha paHHEM 3Talle YBEIUUMBACTCS
aMILIUTyIa fucTtanabHoro M-otBeta, Torna kak nHaekec MUNE
HauMHAaeT YBeJMYMBAThCS IOPa3io IMO3Xe, YTO, M0 MHEHUIO
ABTOPOB, TOATBEPXKIAET KOJUIATepalbHYI0 MHHEPBALMIO KaK
paHHMIA MEXaHU3M BOCCTAHOBJICHMS C pereHepalueii HepBa Ha
no3aHux stanax [80]. B xone ucciaenoBaHuM MaMeHTOB ¢ 60-
ne3nbto [lapko—Mapu—TyTa aBTOpHI 0OpPaTUIX BHUMAHKE Ha
cHmxenue konuuectsa JAE, no nanusiv MUNE, y manmeHToB
C TUIIOM 1A, 9TO CBHIETENBCTBYET, IO MX MHECHUIO, O HATNIUH
3HAYUTEJIBHOIO aKCOHAJIBLHOTO TOPaXKEHMSI Y 3TUX MAallMeHTOB
[81—83]. B nmpoBeaeHHOM Y MalMEHTOB ¢ 1MabeTUUECKON Heli-
ponatueit uccinenoBaHu MUNE Takxe oOHapyKeHO CHUXe-
Hue komuyectBa JJE, omHAaKO 1IEHHOCTh MCCIEIOBAHUS 3TOTO
ToKa3aTessl B IMHAMUKE TI0Ka IO BOIIpocoM [84].

B psne pabot npu cuHApoMe KapnanbHOro kKaHana [14, 18, 85,
86] moxazano cHikenue nokasareass MUNE, B onqHo# 13 HUX
MIpOBe/ieHa Tapajlie]lb MeXIY TaHHBIMU 3/eKTPO(MU3MOJIOTH-
YeCKOii OIIEHKY U yIBTPa3BYKOBOTO uccienoBaHus [87] .
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MeToppl OLIEHKM KONMYECTBA ABUraTENbHbIX EAUHNL

B cBoe BpeMst Ha OCHOBE MOJIEIM HA XXUBOTHBIX ObLIa BBIIBH-
HYyTa TUIIOTe3a O BEPOSTHOM HEWPOreHHOM BKJIA/e B KIMHUKY
MBIIIEYHOM AucTpodun [rolreHHa, W TepBbIe MCCICIOBAHMS
¢ npuMeHeHueM uHKpemeHTanrbHoro MUNE, ka3anoch, nox-
TBEPIWIN 3Ty TUIOTE3Y, MOKa3aB cHikeHue kommuecta JIE.
OmHako Tocenyolee TIATeIbHO MPOBEACHHOE UCCIeI0BA-
Hue [20] moka3ano, 4To BBIBOJ OLIMOOYEH, MOCKOIbKY 0a3u-
pOBaJICSl HAa HEJOCTaTKax BhIOpaHHBIX KpuTepueB otoopa JE,
KOTOpbIE He YYMThIBaIU HU3KoaMILiuTyaHble I11E; pesynsra-
THI TIPOBEICHHOTO aHAIM3a IIPOOIEeMbI MOATBEPIIN, TAKUM
00pa3oM, MePBUYHO-MBIIIEYHBIN XapaKTep MOpaXeHusI.

Hccnenosanue y maueHTOB C MPEANOIaraeMoi MmoJuHenpo-
naTyei 1 MUOTIaTHe KpUTUYECKUX COCTOSTHUIA TT0Ka3aJio, YTo
CHIDKCHME aMIUIUTYIBI M-0TBeTa COMPOBOXIACTCS CHIXKEHM -
eM cpenHeit ammuutynsl [11E 6e3 3HaUMMOro CHUXXeHMsI IoKa-
3atenst MUNE [88], 4To roBopuT B TOJIBb3Y MPEUMYILIECTBEHHO
MUOTEHHOT'0 XapakTepa IopaXeHUs Y TAKUX TTallUEHTOB.

Y HEKOTOpBIX MALMEHTOB C 1I€PeOPATbHBIM HMHCYJIBTOM, MO
JaHHbIM OMI, oOHapyXuBarOTCS MPU3HAKU ACHEPBAIMHU, YTO
MOKET yKa3bIBaTh HA COMYTCTBYIOIIEE BOBJICUCHUE TAKXKE HIXK-
Hero MoToHelpoHa. B pabotax ¢ ucnonszopanueM MUNE no-
Ka3aHO, 4TO Y TAKMX MAIIMEHTOB CHUXAETCS KOJMMYECTBO (PyHK-
tuoHupytommux J1E [15, 89]. [To MHEHMIO HEKOTOPBIX aBTOPOB,
cHikeHue [IE y 60abHBIX ¢ 1IepeOpaIbHBIM MHCYJIBTOM MOXET
OBITb PE3yJIBTATOM TPAHCCUHATITMYECKOI JereHepaluu Clu-
HaJIbHOTO MOTOHENPOHa.

3akmouenue

C momeHTa niepBoit myonukamu A. McComas B 1971 ., nipen-
JIOKMBILETO TIPOCTOM, Ha TIEPBBIN B3IJISMN, AJTOPUTM KOJM-
yectBeHHOM oueHku JIE, mpoiimeH poaruii myts. MeTomoB
MUNE crano HamMHOro 0oJjblie, 0OOHAKO MOUCKU «CBSITOTO
Ipaansg», kax mucan eme B 2007 . J.R. Daube [90], mpomoi-
KaI0TCsl, COBEPIICHCTBYIOTCS CTapble M MpeLIaraloTcsi HOBbIE
Metoauku. K HacTosIeMy BpeMeH! HaKOTUIEH OOJTBIION OTIBIT
uccnenoBanusg MUNE nipu pazinyHbIX HEBPONOTMYECKUX 3a-
6oneBaHusix. ObmacT NMPUMEHEHUS METONA PACIIUPSIOTCS,
TIOSIBJISIIOTCS] HOBBIE TaHHBIE O BO3MOXXHOM BTOPMIHOM BOBJIC-
YEHMU HUKHETO MOTOHEWPOHA B IATOJIOTMYECKMIA TPOLIECC TTPU
MOPaXECHUSIX HEHTPATbHON HEPBHOM CHCTEMEL. 3a MOCICIHUE
TOJIbl MOSIBUIIMCH HOBBIE MHOTOOOEIIaoIIKe, O0Jiee TOYHbIE U,
YTO HEMAJIOBAXHO, MEHEe TpyaoeMKue crocodbl noacyeta JIE,
YTO COBMAJIO IO BpeMeHM ¢ (DOPpMUpPOBaHKEM 3aIpoca Ha O1o-
MapKepbl MPOrpecCUpOBaHMsl 0OJIE3HM JIBUTATEIbHOTO HEl-
pOHA IS OLCHKKM 3(PQPEKTUBHOCTH HOBBIX TepareBTHUECKUX
TeXHOJNOrui. BeposiTHO, Mbl OYeHb OJIM3KO MOMOIILINA K MOMEH-
Ty, korma “MUNE comes of age” [91], u B Onuxaitiiee Bpemst
Hac OXKIaeT 3HAUYUTEIbHBI POCT KOJMUYECTBA MCCIeIOBaHUIA
¢ npuMeHeHueM TexHosorud MUNE.

Aemopbt 3aseasatom 06 omcymcmeuu KoHpauKma unmepecos.
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AreHe31 s MO30JMCTOrO Tea,
aCCOLIMMPOBAHHAasI
C HACJICACTBEHHbIMUY CUHIPOMAaMU

0.A. Munosanosa'?, T.IO. Tapakanosa', 10.Bb. ITponnuesa!, JL.II. Karaconosa?, C.X. buye-Oox?, T.D. Bopoxouesa’

'QrE0Y J110 «Poccutickasn mMeduuurcras axaoemus HenpepbigHo2o npogheccuonatbhozo oopasosanus» Munzopasa Poccuu, Mockea, Poccus;
I'BY3 Jlemckas eopodckasn kaunuveckas Goavhuua um. 3.A. bauasesoii lenapmamenma sopasooxpanenus Ipasumenscmea Mockenl, Mocksa, Poccus

Aeenesus mosonucmoeo meaa (AMT) obHapyxcugaemcs npu yepeGpanbhbix duceene3usx, AcCOYUUPOBAHHBIX ¢ PAUMHBLMY HacaedcmeenHbiMu cundpomamy. Ona
MPAoUUUOHHO NOOPA30eASeMCs Ha MOMAALHYIO (OMCYMCMBYIOM KOMUCCYPAAbHble 80A0KHA) U NAPYUAALHYIO (A2eHe3Us POCMPAAbHbIX U KaYOaibHbIX 0MO0es08
mozonucmoeo meaa). AMT modicem ecmpeamvcs U30AUPOBAHHO UAL 8 COMEMAHUY ¢ OPYeUMU NOPOKAMU PA3GUMUS 201061020 Mo3ed. H30auposanHbie Hapyule-
HUSL MO30AUCIN020 MeAa KAUHUMECKU MOZYM He NPOSGASMbCS, MO 3HAUUMEAbHO 3ampYOHsem ceoespeMenHyio duaeHocmuky darroil namosoeuu. Hanuue AMT
Mooicem Gbimb HOOMEEPIHCOeHO OGHHBIMU PA3AUYMHBIX MEMO0008 HelposU3yatU3aUUY, 6KAIOHAS NPEHAMAAbHOE YAbMPA36YK080e UCCAC008aHIUE 20108HO20 MO32d.
B nacmosweti cmamve npusedenvi 0a cobcmeeHHbix KaunuMeckux Hadarodenus nauuernmos ¢ AMT, accouuuposartoii ¢ HacaedcmeerHbiMU cundpomamy. B oonom
cAyuae UMeA0 MeCHO OMHOCUMeAbHO 0/1a20npUsmHoe meveHue 3a001e6aHUs, 8 0py20M — ORUCAHA MANCeAds MAGOCHYECKAs hopMa ¢ AemanbHbiM UCX00oM, ¢ Hped-
cmasneruem 0emanbHbix OaHHbIX AyMoncuu u Mopgoaoeuteckoeo uccaedosanus mosed. Ocoboe sHUMAHIUE YOeAeHO 6ONPOCAM AHAAU3A KAUHUMECKUX (DeHOMUNOS,
RPUXICU3HEHHOIL U NOCIMOPIMAAbHOL QUazHOCTUKe 0Ae3HU.

Kmouesbie ciioBa: aceHe3us, mMo3oaucmoe meno, KAuHu4ecKkas MaHugbecmauuﬂ, HacaedcmeeHHbvle cuﬂdpomw.

Jlng muraposanms: MuoBaHoBa O.A., Tapakanosa T.XO., [Ipornuena F0.b. u np. AreHe3nst MO30JIMCTOTO Tella, aCCOIMUPOBAHHAS
C HACJICJICTBEHHBIMU CUHAPOMAMU. AHHAJIBI KITMHAYECKOM 1 3KCTIepUMEHTANTbHON Hepostoruu. 2017; 11(2): 66—71.

DOI: 10.18454/ACEN.2017.2.9

Agenesis of the corpus callosum associated
with hereditary syndromes

Ol'ga A. Milovanova'?, Tat'yana Yu. Tarakanova', Yuliya B. Pronicheva!, Lyubov' P. Katasonova?,
Salbakay Kh. Biche-Ool?, Tat'yana E. Vorozhbieva’

'Russian Medical Academy of Continuous Professional Education, Ministry of Healthcare of the Russian Federation, Moscow, Russia
Tushino Children’s City Hospital, Moscow, Russia

Agenesis of the corpus callosum (ACC) is detected in patients with cerebral dysgenesis associated with various hereditary syndromes. It is conventionally
subdivided into total (the absence of commissural fibers) and partial (agenesis of the rostral and caudal areas of the corpus callosum) ACC. The disorder
can either be individual or associated with other developmental brain malformations. Isolated pathologies of the corpus callosum can be clinically occult,
thus significantly impeding diagnosis of this pathology. AAC can be verified using various neuroimaging data, including fetal brain ultrasonography. In this
study, we report two cases of patients with ACC associated with hereditary syndromes from our own clinical experience. In one case, the course of the disease
was relatively favorable. The severe infantile form with fatal outcome is reported in the second case. The detailed autopsy data and results of morphological
examination of the brain are presented. Special attention is paid to the issues associated with analysis of clinical phenotypes, as well as lifetime and postmortem
diagnosis of the disease.

Keywords: agenesis, corpus callosum, clinical manifestation, hereditary syndromes.

For citation: Milovanova O.A., Tarakanova T.Yu., Pronicheva Yu.B. et al. [Agenesis of the corpus callosum associated with hereditary
syndromes]. Annals of Clinical and Experimental Neurology. 2017; 11(2): 66—71. (In Russ.)
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Beenenne ToTanbHYI0 AMT (OTCYTCTBYIOT KOMHCCYPaJbHbIE BOJOKHA)

u napuuanbHyto AMT (areHe3ust poCTpabHbIX U KayAaJlbHbIX
Moszomuctoe Teno (MT) aBisieTcs caMoil KpyITHOI KOMHUCCY- otnenoB MT). B coBpeMeHHON MEIWITMHCKON JHMTEpaType
panbHolicniaiikoiiMo3ra. AreHe3usMo3osucrororena(AMT) — napuuanibHylo AMT Hepenko HasbiBaloT AaucreHesueir MT,
XOpOIIIO M3BEeCTHAs LiepeOpanbHas aHOMAIUS Pa3BUTHS — OIHAKO KOPpPEeKTHEEe MCIOJIh30BATh TEPMUH <«ITaplHalbHas
MpeacTaBisieT co00il OTCYTCTBUE COSAMHEHMS] MEXAY IBYMs areHesust MT» [1].

nosymiapusMu Mosra. B Hacrosiiiee Bpemsi BepubULMPYIOT
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B cBs13u ¢ oTCyTCTBHEM MOCTOBEPHOIN MH(DOPMAIIUI O PACIIPO-
crtpaHeHHOCTH AMT 10BOJIBHO CJIOXHO YCTAHOBUTH UCTUHHYIO
YacTOTy BCTPEYaeMOCTH HacIeACTBeHHBIX cmHIpoMoB (HC),
conpoBoxnatommxcs: hopmupoBanueM AMT. JluarHocTrka 3a-
TPYMHSETCST HECTIEM(PUIHOCTHIO KIMHUYECKUX CUMITTOMOB Ha
PaHHMX CTaoMsIX 3a00JIeBaHMS U HATMYMEM aTUITMYHBIX (hOpM
3abonepanust. Yacrora AMT coctasnster 0,3—0,7% B o0mieii mo-
Tynsin 1 2—3% Cpeivt MHBATMIOB C YMCTBEHHOI OTCTATIOCTHIO
[1, 2]. AMT moxet BcTpeuatbes pu HC ¢ ayTocoMHO-I0MMU-
HAHTHBIM, ayTOCOMHO-PELECCUBHBIM I X-CLEIUICHHBIM TH-
namu HacienoBaHus |3, 4]. C. Schell-Apacik u coasr. [3] omu-
cami AMT y 29% maiieHTOB ¢ YCTAHOBIEHHOM TreHeTHYECKOM
naronorueii. CymecTByet 6onmbioe pazHooopasue HC, acconm-
upoBaHHbIX ¢ AMT, BKTI0Yast popMbl ¢ TOUKOBBIMU MyTaLISIMU
B peaKux reHax [3, 6], CI0XHbIE LIUTOTeHETUYECKME CHHIPOMBI
[7], MmutoxoHapuanbHble Oone3Hu [8]. AMT omucaHa mpu Ha-
CIIEICTBEHHBIX META0OMMICCKHUX 3a00jIeBaHUAX [9], Ooes3HH
[enTtunrrona [10] u gpyrux HacnencTBeHHbIX cuHapoMax [11].

BbonbmmuctBo HC, accoumumpoBanHbix ¢ AMT, aBnsiorcs
MYJIBTHCUCTeMHBIMU. HeBpostornueckue mposiBIeHNs y Taln-
eHToB ¢ AMT, o0ycioBieHbl MPEeUMYLIECTBEHHO COITYTCTBY-
olIed 11epeOpaIbHOM MaTOJOTKEH, Cyyau M30JMPOBAHHOM
TIATOJIOTHH MPAaKTHICCKN OeCCUMITOMHBL. B clyJasix couetaH-
Horo mopaxeHus AMT npubausutensHo B 35—40% obOHapy-
KeHbl aBuUratebHble HapyieHus [12]. [To muenuto S. Santo
[13], 3amep:xKa MCMXOMOTOPHOTO PA3BUTUA Y JeTell paHHEro
Bo3pacta ¢ AMT cocrasnser okono 25—-30%. Cpenyu mapok-
CH3MaJIbHBIX HEBPOJOTMIECKUX MPOSBICHUIA y JAeTeil IepBo-
r0 rofia XW3HM JTOMUHUPYIOT MJaleHYeckue cymoporu [14].
M. Bedeschi u coasr. [15] uccnenosanu 63 cnydas AMT B co-
YeTaHWM C HEBPOJOTMUESCKUMU PACcCTPOUCTBAMU (YMCTBEHHAS
OTCTAJIOCTD PA3TMYHON CTETIEHN 1 STIMIIETICHST) , CPEIN KOTOPHIX
y 33% nauyenTos Obut moarsepxaeH HC.

KT/MPT-npuznaku AMT BKIIOYAOT: HATMIKE MEXITOMYIIIap-
HOI1 KMCThI, cMelleHue BBepx pacuuperHoro I xenxynouka u
crienuduyeckue U3MeHeHUss GOpMBbI Tel OOKOBBIX XeTyl04u-
KOB — TaK Ha3bIBaeMBbIil CUMIITOM «yXxBaTa» [16]. IIpeHarais-
Hag MPT Haubonee 1ocToBepHO MOATBEpKAAeT Hauure AMT
mioga [17], moctHatanbHasgs MPT obnagaet mpeumyllecTBOM B
nuddepeHIMalMy COMYTCTBYIONIMX BPOXICHHBIX LIepedpab-
HBIX aHOManuit pa3Butud [18].

Cneunduueckoe neueHre AMT orcyrctByer. Ilpu Hammuuu
y TAIMEeHTOB 3MUJIENTUYECKUX MPUCTYIIOB KOPPEKIMs CyIO-
POXXHOI aKTUBHOCTH HE OTJIMYAETCS OT TAKOBOM Y TAIIMEHTOB
¢ armmnencueii 6e3 AMT [18].

[Tpornoz AMT 3aBUCUT OT HATWUYUSI UM OTCYTCTBUS COIYT-
CTBYIOLIEH 1LIepeOpaabHOM MMATOJNOTUU U CBSI3aHHBIX C HEl Mo-
pokoB pa3suTus [12, 19]. B cTpaHax, B KOTOpPbIX 3aKOHOIATE/b-
CTBO JIOMYCKaeT MpephiBaHUe OepeMeHHOCTH Tocne 20-i1 He
recTaluy, MPOrHO3 HEBPOJIOTMYECKOTO UCXO/a Y TTAlIMeHTOB C
AMT MoxXeT urpath OIpeAeISIONIyIo POJIb B PEIIEHUH BOIIPOCa
0 TMPOIOJIKEHUHN WM MTPpePhIBAHUU OEPEMEHHOCTH.

B cBs131 €O CIOXHOCTBIO AMArHOCTUKKM COYETAHHOTO Mopaxe-
Hust MT, npezacrapisieTcst LeJaecoo0pa3HbIM MPENCTABUTh OTH-
CaHUe IBYX MalMEHTOB, HAXOAMBLINXCS MO HAIIMM HabJIoae-
HUEM.

Kimnmyeckue onucanus

ITlayuenm H., 3 roga 8 mec, HabMIODACTCS C 3aMePXKKOM TTCUXU-
YeCKOr0, peYeBOr0 1 MOTOPHOTO Pa3BUTHS.
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AreHe3is Mo30nmcToro Tena

Anamne3 ycuznu u 3a6oaeeanus. Manbuuk pomuics ot 3-i Oepe-
MEHHOCTH, TpOTeKaBlIlei ¢ Tokcuko3oM B I Tpumectpe, OPBU
Bo II TpumecTpe, 3amepKKoit BHyTpuyTpoOHOTO pa3BuTus B I11
TpuMectpe. Pombl y MaTepu 2-¢ cpouHble, Ha 36-i1 Hemene re-
cranmu. OleHKa Mo ImKane Anrap — 7/7 0aaioB, Macca Tena
nipu poxxaeHuy — 2050 1, mHa — 47 cM, OKPYXXHOCTb FOJIOBBI —
34,0 cM. B mepuone paHHeit aganTaluy COCTOSIHME peOeHKa
OJIKe K TSDKEJIOMY 3a CueT lLiepeOpaibHOi uiieMun 1-ii cre-
nenu (cuHapom yrHetenust ITHC), apixatenbHON HemocTaToy-
HocTh. 1o COCTOSHMIO 3MOPOBBSI PEOCHOK OBLT IIEpeBENCH B
OTIeNeHUe peaHuMalMM M uHTeHcuBHO# Tepamuu (OPUT),
TJle HaXOMWICs B TeueHWe 1-ii Hel XW3HHU, Jnajee TepeBeneH
B OTIEJICHNE TSI HOBOPOXACHHBIX (1-11 Mec XU3HM), TIOMyJa
HelpoMeTaboIMIECKYI0 M COCYIMCTYIO TEPAITUIO B BO3PACTHHIX
JI03UPOBKaX, OBLT BRIIMCAH JOMOM ¢ yarydrreHreM. Ha mepBom
rofly >XM3HUM MaJbYMK Pa3BUBAICH C 3alepXKOil MOTOPHOTO,
TICHXIMYECKOTO 1 PeYEeBOTO Pa3BUTHS cpedHeil ctenenu. [lomy-
YaJl TIOBTOPHBIE KypChl BOCCTAHOBMTEJIBLHOTO JICYEHHUS (IaH-
TOraM — 2 T/CyT, TaMMaJloH — 2 T/CyT), OOIIEYKPETUISIONIIIA
Mmaccax, JJ®K, tepanmio mo meroarke Boiita, Gpusnorepanes-
THYECKUE MEPOTIPUATHS (030KEPUTOBBIE aTITIMKALIAK U JID).

Ob6sexmueno: XOXHbIC TIOKPOBBI YMCThIE, MATBYMK MOHMXEH-
Horo nutaHus. @opma yeperna ruppotedanbHas. 3yosr: 8/8.
['yGoxo mocaxeHHbIE I71a3a, OTTOIBIPEHHBIE YIIM, KOPOTKas
1Iesi, KpbUIOBMIHBIE CKJIAAKU Ha Iee. B nerkux apixaHue my-
3PWIBHOE, XPUIIOB HET. TOHBI cepla SCHbIE, PUTM MPABUJIb-
HBIA, CHCTOMMYECKUI IMyM MPOCTYyIIMBAeTCS Haa Bceill 00-
nacTeio cepaua. KuBoT Markuii, 0e30o0je3HeHHbINA. [leueHb,
ceJie3eHKa He yBeandyeHbl. HapyXHble mooBbie opraHbl ccop-
MMPOBAHBI 10 MYXCKOMY THITY.

Hespoaoeuneckuii cmamyc. B co3HaHWM, TJa3HbIE IIETU PaB-
HBIE, 3paYKM OKPYIJIOH (DOPMBI CpelHeil BeIMIMHEI, paBHBIE,
aJIBTePHUpYIOIee  CXOAsIeecss Kocoriasue, (oTopeakimu
KWBBIE, JIUIO CHMMETPUYHO, OYyIhOApHBIX HAPYIICHWIA HET.
JuddysHasg mbieyHas runotoHust. CyxoXuabHble pediek-
Cbl CUMMETPUYHBIE, CpeqHeil XUBOCTH. MOTOpHBIE HABBIKM:
CaMOCTOSATEIbHO CUINT, I0JI3aeT Ha YETBEPEHbKAX, XOIUT Ca-
MOCTOSITEJILHO C TIOAIEPKKOI 32 OfHY pyKy. OlieHKa TIIo0ab-
HBIX MOTOpHBIX (pyHKuuii 1o mkane R. Palisano (GMFCS):
1-11 ypoBeHb. Briciiie Mo3roBbie (yHKIMU: peOEHKY TOCTYITHO
MOHUMAaHNE MIPOCTHIX UHCTPYKUWIA ¥ CUTYaTUBHLIX BOIIPOCOB.
Hapyiiensl BoctipusiTue, MHTEPIpeTalysl U Jorudyeckas Imo-
CJIEIOBATEILHOCTD CIOXKETHBIX KapTMHOK; HapyIIeHbl Peryisi-
TOpHBIE M AMHAMUYECKHE KOMIIOHEHTHI MTPOBOM AESATENBHO-
ctu. B peueBoii cdepe OTCYTCTBYET TIOHUMAaHKE Pa3BEPHYTHIX
BBICKA3bIBAHUM, CIOXHBIX TpaMMaTHYECKUX KOHCTPYKIIMIA.
CobOcTBeHHas1 peuyb MpencTaBieHa OTAEIbHBIMU TMPOCTHIMU
crnoBaMu, (hpazoBas peub He chopmupoBaHa. OIEHKA MICHXO-
peueBoro pa3sutus o mkane M.A. Cksopuosa — 70 6aj110B, uTo
COOTBETCTBYET CPEIHEN CTETIeH KOTHUTHUBHBIX PACCTPOKCTB.

Jlannvie uncmpymenmanvHvIx u 1a00pamopHbIX
Memo0os o6caedosanus

Heiipoconoepagus: B KOpOHApHOH IIOCKOCTH OMPEIENISIOTCS
IIIMPOKO PACTIONIOXEHHBIE MepeJHNEe pora OOKOBBIX XKeJyI0u-
KOB, HapYXXHBI Kpaii MX BOTHYT, TOJIOCTb MPO3payHOii mepe-
TOPOIKM HE BM3yaIM3MpyeTcs. B carmTTaibHOM IUIOCKOCTH:
MO30JIICTOE TENO HE BU3YaTM3UPYETCS, OTMEYAeTCs BEeepo-
o0pa3Hoe OTXOXAeHMEe 60po3. 3aKiIoYeHNe: TOTAIbHAS are-
He3MsI MO30JIMCTOTO Tea.

Ixokapduoepagus: BpoXIEHHBIN MOPOK cepriia (1eheKT Mex-
KeyI0YKOBOM MEPETOPOIIKH).
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Y3U enympennux opeanog: aHomanusi GOpMbI U yBETUYEHUE
Pa3MepOB XeTIHOTO My3bIpsi. PoTaltust paBoii MovKH.

Koncyabmayus oxyaucma: MAOTIMYECKUI acCTUTMATU3M, TI0pa-
KeHME 3PUTETbHBIX IPOBOISIIIMX YTl ¢ 00eMX CTOPOH.

DIl 6 cocmosnuu 6odpcmeosanus 6 Ouxamuke: (B Bo3pacTe
10 mec u 3 roma): Ha hoHe 3amep>KKU (OPMIPOBAHNUS KOPKOBBIX
PUMTMOB TUITUYHOM STMIENTU(HOPMHOI AKTUBHOCTH HE 3aperu-
CTPUPOBAHO.

Penmeenoepagus kosennvix cycmaeos, kucmeii (1 200 11 mec):
ocreonopo3. KocTHbIit Bo3pact 12 mec.

Lumoecenemuueckoe obcredosanue (Meduxo-eenemuueckuii Ha-
yunbiii yenmp): Xapuotun 46XYdub (8)(p23.1p21.3). 3akmoue-
HUE: XDPOMOCOMHBII CHHIPOM, YaCTUYHAsT TPUCOMUS §p.

Kaunuveckuii ouaenos: XpoMocoMHast 00J1€3Hb (YacTMIHAs TPU-
comust 8p). BpoxkneHHBI MOPOK Pa3BUTHS TOJOBHOIO MO3Ta:
TOTaJIbHAasl aTeHe3MsT MO30JIUCTOrO Tena. JeTckuii nepedpaib-
HBII TApainy: aTOHMYeCKu-acTaTndeckast opma. J[Burarennb-
Hble HapyleHus 1o mkane GMFCS 1-ro ypoBHs. Oo1ee He-
nopassutue peun [—II crenenu. [edexT mMexkemymn0uKoBOR
MEPETOPOAKH.

Ilayuenmxa E., 35-¢ cyT XU3HU.

Anamnes xcusnu u 3a604e6anus; IeBOYKA POMIIIACH OT TEPBOIA
OepeMEeHHOCTH, IIpoTeKaBileii B I TpumecTpe Ha (PoHE yrpo3bl
npepbiBanus, B I TpuMecTpe BhIsIBIEHA 3amepkKa BHYTPHY-
TpobHoro pa3Butusi. Ponbl 1-e mpexaeBpeMeHHbIe, Ha 34—35-i
HezlesIx 0epeMEeHHOCTH B Ta30BOM TpeieKaHWHU; OLEHKA 10
mkaje Anrap 5/5 6amnoB, Macca Tena Ipu poxaeHnn — 1570 1,
iMHa — 42 ¢M, OKpYXHOCTb rojioBbl — 33 cM. [1pu poxneHun
COCTOSIHME peOeHKa paclieHeHO KakK KpaifHe TsoKenoe (Liepe-
opanbHas umemus [I-I1I crenenu, cunapom yraetenust LIHC,
npixatenabHas HegoctatoyHocTh [I—IIT cremeHu, mepBUYHBIIA
umMMyHoneuuur). ITo cocTosHUIO 3M0POBbS Ha 3-€ CYT KU3HU
pebeHok nepesefieH B OPUT, rae Obl1 MOAKIIIOUEH K amnmapary
UCKYCCTBeHHOM BeHTWIALMH erkux (MBJI).

Obsexmugno: COCTOSIHUE TSDKENIOE, IeBOYKA ITOAKIIOYEHA K
anmapaty UBJI B pexxume BIPAP. TTutanue 3onmoBoe. MeHo-
TUIMYECKKE OCOOEHHOCTH: TIOJIHAsl IBYCTOPOHHSIS pacllieiHa
BepXHeii TyObl U TBEPOOro Heba, KPblIbs Hoca JeopMupoBa-
HbI, HOCOBOW XOJ M XpslleBas TJIaCTMHKA ClipaBa He cdhop-
MUPOBaHbI, HU3KOPACIIOJOXEHHbBIE YIIHbIE PAKOBUHBI, C IBYX
CTOPOH KO03€JI0K 1 MTPOTMBOKO3EJIOK MPAKTUYECKU He CHopMMU-
poBaHbl. KoxHble MOKpOBBI OJeAHON OKpacku ¢ CEpOBaThIM
OTTEHKOM, BHUIMMBIC CJIM3UCTBIE YHMCTHIE, BIAXHbIE, OJea-
HO-pPO30BbI€, S3bIK 00JI0XEeH OeibiM HajeToM. MpaMOpHOCTD
KOHEYHOCTEH, TYJOBMINA, IUCTAIbHBIA aKpOLMAHO3, TOHBI
cepaua MPUITIYLIeHbI, pUTM MpaBUIbHBIM, YaCcTOTa CEpAEUYHbIX
cokpameHuit — 120—140 B muH. B nerkux apixanue ociadieH-
HOE, IPOBOAUTCS BO BCE OTAEbI. 2ZKMBOT yMEPEHHO YBEJIMYEH B
pasmepax, ¢ TpyAOM I0CTyIeH Naibnaiuuu. [leyeHn: yBennueHa
B pa3Mepax, IVIOTHOM KOHCUCTEHLIMY, HUDKHUIM Kpail BBICTYIIA-
eT u3-1noj pebepHoit nyru Ha 3 cM. CeneseHka: He yBeJIM4eHa B
pazMepax.

Heepwweuuecxuﬁ cmamyc: YpOBEHb CO3HAHUA — MCIMKAMCH-
To3Has cegalus. MeHUHTeaTbHbIX CUMITOMOB HET, IJIa3HLIC
SIGJIOKU 110 Cpel[HCfI JINHUU, (bOTOpCaKHI/II/I BAJIbIE, CHM2KE€HA
CIIOHTaHHasg ABUraTcjibHasgd aKTUBHOCTD, ﬂ,l/l(l)(l)y3l-[aﬂ MBbIIEY -
Hasd TUIIOTOHUA, CYXOXMJIBHBIE U IIEPUOCTAILHBIC pe(bﬂekcm

68

BBI3BIBAIOTCS C TPYIOM. be3ycoBHbIE pedieKchl meprona Ho-
BOPOXIEHHOCTH HE BBI3BIBAIOTCA. BhICIIMEe MO3TOBBIE (PYHK-
LAY TI0 TSLKECTH COCTOSTHHSI OLICHUTD He TIPEACTABISIIOCH BO3-
MOXHBIM.

VxynmeHue cocTosTHIS peOeHKa IPOU30IILTO Ha 31-¢ CyT XKu3-
Hu. OTMeyanoch HapacTaHWe IPU3HAKOB IbIXAaTeJIbHON He-
JOCTATOYHOCTH (AKPOLMAHO3), CHIDKEHME CATypalil IeMO-
I06KMHA KUCA0poaoM 10 81%, pa3BUTHE OTEYHOTO (AcluUT) U
MHTOKCHKALIMOHHOIO (JIMXOpajKa, HapyLIeHUE MUKPOLMPKY-
JISILIAK) CUHAPOMOB, TTOSIBUIIACH OpamuKapaus.

Tloces u3 3esa na mukpogaopy (13-e cym dcusnu): BHISIBICHBI
Klebsiela pneumoniae 10°, Acinetobacter aumanii 10° — monupe-
3ucTeHTHas. [loce kpogu: BbIIEIEHBI IPOXXKEBBIE TPUOBI pojia
Candida.

Penmeenoepaghus opeanos epyonoii kaemku (6 dunamuxe): TIpy-
3HAKM TIOJIUCETMEHTAPHON MTHEBMOHUM B BEPXHEi TOJIE JIETKO-
To CIpaBa.

Heiipoconoepagus: mapunanpHast AMT, mepuBeHTPUKYISIPHBII
OTeK.

Lumoeenemuueckoe uccaedosanue: 46XX, Del(7)(q32): Tepmu-
HaJIbHAS JeJICINS JUTMHHOTO TTeva 7-if XpOMOCOMBI.

Obwuii anaauz Kpoeu: KOJMYECTBO JIEHKOLUTOB YMEHBIINIOCH
¢ ucxomnoro 21x10°/n go 7,8x10°/n Ha 31-e cyr (HopMma 6,5—
13,8x10°/1), TpomGouToB — ¢ 129x10°/m mo 83%x10°/1 (HopMa
180—400x10°/1).

B buoxumuueckom ananuse kposu: ypoBeHb C-peakKTUBHOTO Oefi-
Ka moBbicuics 10 20 MI, TUIIONPOTEMHEMHUS C YMEHbIICHUEM
KOJIMYECTBA aTbOYMUHOB.

Ob6wuii ananu3 mo4u: BBISBICHBI TOYKYIOIIMECS APOXKEBBIC
rpubsbI pona Candida.

Kaunuueckuii ouaenos: BpoxaeHHas reHepaau3oBaHHAs MH-
dexuusa OakTepHaNbHO-TPUOKOBOM 3THONOTHMH. QUaromas
CITMBHAs JBYCTOPOHHSIS ITHEBMOHMS THOMHO-TPHUOKOBOM 3TH -
onoruu. IlapimanapHas areHe3uss MO30JIMCTOTO Teia. Bpox-
JeHHasi IBYCTOPOHHSS paclle/lMHa BepXHEeil ryObl M TBEp-
Joro Heba. bpoHxonerouHast aucruiazusi. Manible aHOMaauu
pa3BuTus cepana. OTKphITOe 0BaJbHOE OKHO. [Mmomucria-
3ust Tumyca. [logkoBoobpasHas moyka. HemoHoIeHHOCTh
34—35 Henmeno.

Jns BBenEHMS! MAIMEHTKE JIEKAPCTBEHHBIX MPENapaToB WUC-
TOJTb30BAJICSI COCYJIMCTBIM KaTeTep, YCTAaHOBIEHHBII B TIPaBYIo
MOAK/IIOUMYHYI0 BeHy. [lanmeHTka mosyyana: aHTUOUOTUKU
(uedTpruakcoH, MeporeHeM, BaHKOMUIIMH), WH()Y3UOHHYIO
Tepamnuio (pacTBOPhI INIIOKO3bl, AaMUHOBEHA, MHTPAIMIIUAA U
Ip.), KOPTUKOCTEPOMAIbl (NEKCAMETA30H), Te€MOCTATHYECKYIO
Tepanuio (IepenrBaHue 3PUTPOLIUTAPHOM Macchl, BBEAEHME
JIULIMHOHA, TeMapuHa), MPOTUBOTPUOKYI0 Tepanuio ((paoKo-
HAa30J1) B BO3PACTHBIX JO3UPOBKaX.

HecMmoTps Ha mpoBeneHre WHTEHCUBHOM TepamnuM, Y Iallu-
€HTKHM pa3BUIINCh HEOOpaTHMBble HAPYIICHHS B TOIOBHOM MO3-
re U HapyLIEHUS] BUTAIbHBIX (DYHKIMIA, TOBAEKIINE 32 cO0Oi
CMEPTb.

Makpockonus 201061020 mo3ea. [010BHOM MO3T IIJIOXO COXpa-
HseT hopMy Ha cToJie, 6e3 nuddepeHIIMPOBKY Ha 6esioe U ce-



KIMHUYECKWA PA3BOP

Puc. 1. Makponpenapar ro;ioBHoro Mo3ra nanuentku E. B Bo3pacre 1-ro
Mecsna 3-X CyTOK KU3HH, C MHOXKECTBEHHbIMH BPOKIEHHBIMU MOPOKAMH
pa3BUTHSA, NapuuaIbHoii atpodueii MozommcToro Tena (AMT). Crpenkoit

noka3ana napuuaabiasg AMT (BeTHyI0 BepCHIO CM. Ha 00JI0XKKe)

Fi%. 1. A gross sBecimen of the brain from female patient E. aged 1 month
and 3 days, with multiple congenital developmental malformations and
partial atrophy of the corpus callosum (ACC). Partial ACC is shown with
an arrow (see color version on the cover)

pOe BElIECTBO, B 3aThUIOYHOI 10JI€ JIEBOTO MONYIIApUS UMe-
eTcA KPYITHOOYAaroBoe CyO3IeHINMapHO-TIapeHXIMMAaTO3HOE
KPOBOM3IMSIHIE HEMPaBUIbHON (DOPMBI, ¢ HEUSTKMMMU Tpa-
HULIAMHU, TEMHO-KPACHOT'O LIBETA, pa3MepoM 6,5x5,8x5,6 cMm
¢ meprudoKaIbHBIM pa3MSITYEHHMEM BEINECTBA T'OJIOBHOTO
Mo3ra. OTMeUaroTCsl MEJKOOYaroBble M TOYEYHBIE KPOBO-
M3USHUS B MATKYI0O MO3TOBYIO 000JIOYKY B TeMEHHO 00-
JIACTH JIeBOTO ToJyiiapus. Mo3oaucToe Teao YMEHbLIEHO
B IepenHe-3aJHeM pa3Mepe, WUpHUHOK 1,5 cM, TOJIMIMHOM
0,3-0,4 cM; MO3XEYOK MpaBUILHON (OPMBI, MPOAOJITO-
BaTBIii MO3T OOBIYHOTO CTPOEHUS, COCYAMCTHIC CILICTCHHS
MTOJTHOKPOBHEIE (puc. 1).

Opeanvi kposoodpawernus. Cepuue: pasmepbl 4,8x3,2x2.7 cw;
SIUKapH ¥ TepUKapd TOHKUE, IafKkue, OJecTAIue; KOHCH-
CTCHIIMSI CepIeYHOM MBIIIIE MSATKO-3MacTHIHAs. MuoKapnm
CHHIOIIHO-KPAcHOTo 1BeTa. B momocTsax cepmiia comepXutcs
KMIKas TeMHas KpoBb. TOJNIIMHA MHOKapaa MpaBoro Kenly-
nouka 0,3 cMm, neBoro — 0,6 cM. DHIOKApHA TIamKuii, OnecTsi-
KA, TPO3payHbIi. DHIOKAPI MPABOrO U JIEBOTO Mpeacepauii
C yJacTKaM# TMepaaMyTpoBoro IBeTa. O4aroBble Cy03IHIOKAp-
TalbHbIe KPOBOM3IMSHUS B MpPAaBOM U JIEBOM KENYyIOUKax.
B oboux xemynoukax oTMeYaloTcsl MOMEPEYHO UIYIIUE aHO-
MajIbHBIE XOpHaJbHbIE HUTH, B IPABOM XEIYIOYKE MMEET-
Cs YaCTMYHO pacllellIeHHass COCouKoBast MbIa. CTBOPKHU
TPEXCTBOPYATOTO M IBYCTBOPYATOTO KIIANAaHOB IJaiKue, Ole-
cTauMe, npospayHbie. OBaJbHOE OKHO OTKPBITO, TMaMETPOM
0,4 cM, apTepraNbHBIA IIPOTOK 3aKpPHIT. [leprMeTp JTeTOYHOTO
cTBONA — 2,4 M, AQOpTHI Haj KiIamaHamu — 1,6 cM, mepes Tuie-
YeroJIOBHBIM CTBOJIOM — 1,6 ¢M, B BocxosiieM otaene —1,5 e,
Ha ypoBHe auadparmsl — 1,3 cM, OpromiHoro otaena — 1,2 cm.
MaructpajbHbIe COCYIBI C OTeTHO-KEITON MHTUMOIA.

Opeanvl Mo4enon06oii cucmemsl. VIMeeTcsl eIMHCTBEHHAs TIOJI-
KoBOoOpa3Has Touka pa3Mepamu 7,0x4,2x1,1 ¢cM, ¢ HaTMImeM
Nepelerika, COeIMHAIOMET0 HKHUM TOMI0C MTOYKU, IIUPHU-
Hoii 2,0 cM; TIOBEPXHOCTb J0JIbYaTast, BUI Ha pa3pese ¢ YeTKOH
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AreHe3is Mo30nmcToro Tena

M depeHIPOBKOI KOPKOBOTO M MO3TOBOTO BEIIECTBA, KOP-
KOBOE BEIECTBO CEPOBATO-PO30BOIO 1[BETA, MUPAMUIBI CEPO-
KpacHOTO 1BeTa, oOpallaeT Ha ce0s BHUMaHUE SIPKO-XKENToe
MpOKpaliMBaHUE COCOYKOB mupamua. Cnusucras o0o0104YKa
JIOXaHOK CepoBaTO-po30BaTasi, TYCKJias, B TMPOCBETE COAEP-
XKUTCS SIPKO-3XKeTass Moya. MOUYCTOUHUKM B BUIE Y3KHUX TS-
e, chopMUpOBaHbI ¢ 00eux cTOpoH, nuameTpom 0,2—0,4 cm,
MOYEBOW MY3bIPb COIEPXUT HEOOJNBIIOE KOJWUYECTBO SIPKO-
KENTOH MOYH, CKJIa4aTOCTh COXPaHEHa.

Ilamoaozoanamomuueckuii ouaeno3. OTEK TONOBHOTO MO3Ta.
OuaroBast CTMBHAsI IBYCTOPOHHSISI THEBMOHUSI, IBYCTOPOHHUI
TUIPOTEMOTOpAKC, (MOPMHO3HBINM IIEBPUT, acLuT. PuOpu-
HO3HBII IEPUTOHUT, OCTPHIiA IenaTuT. MHOXeCTBEeHHbIE BPOX-
JEHHBIC TTOPOKM pa3BUTH. [lapiianbHas areHe3usl MO30JHU-
cToro Tena. BpoxneHHast ABYCTOPOHHSIS pacilieiiHa BepXHeii
ryobl U TBepHoro He6a. ManbbopMalus COCya0B TOJIOBHOTO
Mosra. [umomucmnasus Tumyca (meduunt macckl — 87,3%).
Penykuusa domnmukynos ceneseHku. ObenHeHue nepudepu-
YecKuX NUM(aTHIecKuX y3710B. BpoHxonerouHasr AucIuiasus
(pubpo3 MexanbBEOSIPHBIX Meperopoaok). Manbie aHOMa-
Ju pa3BuTHs cepaia. OTKPhITOE OBATbHOE OKHO (IMaMETPOM
0,4 cm). TTogkoBoOOpa3Has MOYKa ¢ HATMYMEM HEMHOTOYMC-
JIEHHBIX KITyDOUKOBBIX M KAHAJIBIIEBBIX KHCT.

O0cyxneHue

AMT, accouuupoBaHHas ¢ MOHOTEHHBIMUA ¥ XPOMOCOMHBIMU
CHHAPOMAMH, CIOKHBIMI XPOMOCOMHBIMU abeppalusiMH, SIB-
JIIETCSl IOCTAaTOYHO peAKoi marojorueit. MctunHas (mepBuy-
Hast) AMT mpencrasnset co0oii BpoXIEHHBII TOPOK pa3BUTUS
Mo3ra u popmupyercs 1o 12—16-ii Hen rectaumu [13]. B 060-
UX HalmMx HaOmoneHusx BepudupoBaHa uctuHHas AMT,
CBSI3aHHAsI C XPOMOCOMHBIMM abeppauusiMu. B repBoM ciyuae
BbIsIBJIEHA YaCTUYHas TprucoMus 8p, coueraromasicsa ¢ AMT, Bo
BTOPOM — HapIraabHas MOHOCOMUS (TepMHUHAIBHAS JeIICIIS)
JUTMHHOTO T1j1e4a 7-i XpOMOCOMBI, COYETAIOIIAsICS C Mapiraib-
Hoit AMT.

B onucaHHBIX HabMIOAEHUSX BHYTpUYTPOOHAsT MHGEKUUS
(uutomeranoBupycHass MHGEKLUMs, TOKCOIMIa3Mo3, Kpac-
HyXa M Ap.) OTCYTCTBOBajia, 06e GepeMEHHOCTU MpPOTEKAaIU
Ha (poHE YTPO3bl MPEPHIBAHUS, 3a€PXKN BHYTPUYTPOOHOTO
pa3sutus Iioaa. OfHAKO YTOUHUTH HEOIAronpusTHbIN (ak-
TOp, crnocoOCTByoMMUi nossiaeHuio AMT, He ynanoch, 4To
HepeaKo OTMevaeTcs ¥ B 3apy0exHBIX uccienoBaHusix. Puck
BpOXAeHHOI uHbekuuu B atvonorud AMT sBnsiercs He-
BbICOKUM [13]. Ponsl B 1BYX HAOMIODEHUSX OBLTH TPEXKIEB-
pPEMEHHBIMU; 00a pedeHKa POAMINCh HENOHOUIEHHBIMH, C
BHYTpUYTpPOOHOI runorpodueit I-II cremeHn m HU3KOI
OILICHKOM Mo IKajie Anrap, 4To MPUBENO K JalbHelIei 3a-
JepXKe GOPMUPOBAHUS MOTOPHBIX HABBIKOB U BBICHIMX KOP-
KOBBIX (DYHKIIMIA.

[1pu HeBpoornueckom obcieqoBaHuy B 1-M HaOM0AeHUH 00-
HapyXeHbl MUHUMAJIbHbIEC TBUTATeIbHbIE HAPYIIIEHHSI TI0 IIKa-
Jie TJI00aTbHBIX MOTOPHBEIX (DYHKIIWIA, 0OOIlee HeoOpa3BHUTHE
peun [-I1 creneHu, 4To Nogpa3yMeBaeT OTHOCUTENILHO 01aro-
MpUSATHOE TeueHue 3aboneBaHusl. Hanpotus, Bo 2-M Habmoe-
HUM B TIO3MHEM HEOHATAJIBHOM IIepHoie y OOJBbHON TEBOYKM
Ha (OoHEe BPOXICHHOIO Je(HUIINTa UMMYHHOM CHCTEMBI pa3-
BUJIACH TeHepaNn30BaHHAs MHDEKIINS 0aKTepruaaTbHO-TPHOKO-
BOW 3THOJIOTMM. B nanbpHeiieM Ha HebIaronpyusITHOE TeUeHUe
3a00JIeBaHUS, ITO-BUAUMOMY, TIOBIUSIA TIOMUOPTaHHAS HElo-
CTaTOYHOCTD, TPOU3OLIEN Pa3phIB COCYAUCTOM MaTb(hopMaLuy
3aTHIIOYHOM JTOJIM JIEBOTO TIOMYIIApPHs MO3Ta, IMo3Ke chopMu-
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POBaJICA OTEK TOJIOBHOTO Mo3ra. TsKecTh LiepeOpabHOIL 1 co-
MaTHYeCKOM MaTOJIOTMU OKa3ajach HECOBMECTMMOM C XU3HBIO.

B nepBoMm ciaydyae HHCTpyMeHTaIbHOE 00C/Ie10BaHKE TTOATBEP-
JWJI0 Hamu4yKe ToTanbHoit AMT (naHHbIe HelipocoHorpadun),
a TIpu dXoKaparorpadus ObLT BBIIBICH BPOXICHHBIN MOPOK
cepaua (IedekT MexKenyI04KOBOI Meperopoak); BO BTOPOM
HabmoneHuu napuuansHast AMT Obl1a BepuduLpoBaHa npu-
>KM3HEHHO U MOCTMOpTaibHO. KpoMe Toro, Bo BTOpoM Habo-
IEHUHM TIOCTMOPTAIbHO IOIOJTHUTEIBHO OBLTM OOHApY:KEHBI
MajibhopMallMsl COCYIOB TOJOBHOTO MO3Ta, TUIIO/MUCIUIa3Ms
TUMYCa, PEAYKIUS (QOJUTMKYIIOB CENe3eHKU, 00eNHEHUE Mepu-
(bepuyeckux MuMdaTuuecKX y310B, OpPOHXOJIETOUHas TUCTIIA-
3Us1, MaJIble aHOMAJIMK Pa3BUTHS Ceplia (OTKPhITOE OBAIBLHOE
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OKHO), CIMHCTBCHHAA HO,[[KOB006paSHa$I TI04YKa ¢ HaJIMuueMm
HEMHOT'OYNCICHHBIX K)'[y60‘{KOBBIX W KaHaJIbLEBLIX KUCT.

Takum 00pa3om, SIpKOil 0COOEHHOCTBIO OMMCAHHBIX HAOJIIO-
JIeHUi SIBUJIOCh COYeTaHMe COMaTHYecKoil M 1epeOdpaabHOI
TATOJIOTUH, BXOMAIICH B MM33MOPHUOTeHETHYECKHE CHHIPO-
MBI, BKJIIOYasi aHOMaJIMK pa3BUTHS TOJOBHOTO MO3Ta U MHOXe-
CTBCHHBIE JOTIONTHUTEIIBHBIC TIOPOKHY PA3BUTHSI (TTOTMOPTaHHAs
naronorust). [TonTBepxaeHa npsMasi 3aBUCMMOCTb MEXIY pac-
MIPOCTPaHEHHOCTHIO BPOXICHHOM ITATOJIOTUH M TSKECTBIO Te-
YeHMs ¥ TIPOrHO3a 3a001eBaHuSI.
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Ciiy4yay renaToJeHTUKYJISIPHOM
JIETEHEPAIIUU CO «CKPhITON»
[1aTOJIOTMEN TI€UEH U

H.B. Banosa, JI.C. Jlonoka, T.H. ITpockokosa, A.M. XemmcKuii
@I'E0Y BIIO «/lanvHesocmoubiti eocyoapcmeentbiii Meouyurckui ynusepcumenm» Munzdpaea Poccuu, Xabaposck, Poccus

TIpedcmasnero onucanue cayuas eenamonenmuxyasproii deeenepayuy (IJI1) y nayuenma 27 sem. 3abosesatue dedromuposano 6 eude U30AUPOBARHOL NCUxo-
HeBpOA0UHeCKOil CUMPMOMAMUKY (2AABHbIM 00PA30M, ROAUMOPGHbIE IKCMPARUPAMUOHbIe U MO3iceuKo8bie paccmpoiicmea). Kaxux-aubo Kaunuveckux, aabopa-
IMOPHYIX UAU YAIPA3EYKOBLIX NPUSHAK0E NOPANCEHUS neyeHy 00HapyiceHo He Obino. Boisieumb namonoeuro neenu yoasoch Auutb Hpu CHUUdsbHOM UCCAe08aHUY
¢ nomouibto anacmoepachuu. Juazros noomeepicoer MoseKyIIpHO-eeHemu4eckum memodom (svisenerue mymayuii 6 eeve ATP7B). O6cyicoaromes caroxcHocmu
ceoespementoeo pacnosrasanus IIIJ] u cospementbie 603M0dICHOCU AGOOPAMOPHO-UHCIPYMEHMAAbHOU OUaCHOCUKY 3a0071e8aHUA.

KioueBblie clioBa: cenamonenmukyispras 0eceHepayus, 0sueamenstble paccmpolicmea, 0uaeHOCMUKA.

Jlna murupoBanus: Bsanosa H.B., lonoka JI.C., [Tpockokosa T.H., Xenumckuiit A.M. Cnyuaii renaToNeHTUKYISIPHON AereHepaLuu co
«CKPBITOI» TTATOJIOTHEH TIeYeHI. AHHAJTBI KIIMHIYECKOM M SKCIIeprMeHTaIbHO HeBponorun. 2017; 11(2): 72-75.
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Hepatolenticular degeneration
with hidden pathology of liver: Case report

Nadezhda V. Vyalova, Denis S. Doloka, Tatyana N. Proskokova, Aleksandr M. Khelimskiy
Far-Eastern State Medical University, Ministry of Health of the Russian Federation, Khabarovsk, Russia

A case of hepatolenticular degeneration (HLD) in a 27-year-old patient is reported. The earliest signs of the disease were observed as isolated psychoneurological
symptoms (mainly as polymorphic extrapyramidal and cerebellar disorders). Neither clinical, nor laboratory, nor sonographic signs of liver pathology were detected.
Liver pathology was revealed only during special examination by elastography. The diagnosis was verified by molecular genetic testing (detecting mutations in the
ATP7B gene). Challenges of timely recognizing HLD and the modern potential of diagnosing the disease using the laboratory and instrumental techniques are discussed.

Keywords: hepatolenticular degeneration, movement disorders, diagnosis.
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emaToJaeHTUKYsIpHas nereHepanus (IJI), wim 6o- Hesponoruueckue nposieienus [JIJ] BKIoualoT: QUCTOHUIO,
Jie3Hb Busibcona-KoHoBajioBa — penkoe reHeTuYeCKu TPEMOp, TAPKMHCOHU3M, MO3KEUKOBYIO aTaKCHIO, TU3aPTPUIO,
00yCJIOBIEHHOE 3a00J€BaHUE C ayTOCOMHO-pELEC- runepcanusaimio u ap. [1, 10]. Ha MPT ronosHoro mosra npu
CUBHBIM TUIIOM HACJEI0BAHMS, XapaKTEPUIYIOLIEECs STOM BBISBISIETCS IBYCTOPOHHEE CHMMMETPMYHOE IIOBBIIIE-
HapylieH1ueM oOMeHa MeIu U U30bITOYHBIM €€ HaKOT- HUE UHTEHCUBHOCTH CUTHAJA B 0OJACTH CKOPJYTIbI, OJEAHOTO
JICHHEM B pa3TUYHBIX OpTaHaX M TKaHsIX (IPEKIe BCEro MeyeHu IIapa, 3aTHeM Kpae BHYTpEHHEH KarlCyibl, TaJaMyce. 3a cueT
U TOJIOBHOM MO3re), ¢ MaHUdecTalreii CUMITOMOB TPEUMYy- KOMOMHALIMM TOHMXEHHOTO CUTHajla B TPOEKLUU KPACHBIX
IIECTBEHHO B MOJIOIOM Bo3pacte [1-3]. sIIep ¥ MOBBIIIEHHOTO CUTHAJIA B OKPYXKAIOIIEH 00IacTH Cpe-
Hero Mo3ra Ha T2-B3BeLIEHHBIX U300pakeHusIX popMupyercs
3aboseBaHKe CBA3aHO ¢ MoBpexaeHueM reHa ATP7B, B KOTo- KapTWHA, BHELTHE HATOMUHAIOLIASI «TOJIOBY MaH/Ibl» — O€JI0T0-
POM K HACTOSIIIIEMY BpeMEeHM MIECHTUGhUIIMPOBAHO yXe OoJee JIOBOTO MEJIBE/ISI C YSPHBIMU OBaJlaMU BOKPYT IJla3 M YepHBIMU
600 pasnuuHbIX MyTanuii. OmHOM M3 Hanboiee YacThIX MyTa- ymamu [11, 12]. Takasg kapTrHa MOMOTaeT MpaBUIbHON AUAr-
LMA, TpuBoAsLIel K Bo3HUKHOBeHuI0 [JI/I, sBnsiercss muc- HOCTHUKE 3a00/IeBaHUS, OCOOEHHO B aTUIIMYHBIX CTy4asix.
ceHc-mytamus His1069 Gln (3207C>A) [4—6]. B poccuiickoit
MOIY/ISUUK OHA BhIsiBIsieTcs: B 31% ciydaes 3a0o/eBanus [7]. [Mopaxenue neyenu npu [JIJ1 mposiBsieTcs: B BUAE OCTPOTO WK
XPOHMYECKOTO TeMaTuTa WM L1ppo3a, WIK B BuIe QyrsMu-
IMaromormaeckwmii mpotece mpu [J1J] HOCUT MYITBTUCHCTEMHBIIA HAHTHOM NEYCHOYHOM HeOOCTaTOYHOCTH. LInppo3 meueHn mpu
XapakTep, OCHOBHBIMU OpraHaMU-MUILIEHSIMHU SIBISIOTCS TO- IJI1 MoxeT maMTenbHO MpOoTeKaTh OECCUMIITOMHO WM Majlo-
JIOBHO MO3T, TIeYeHb U MouKH [2, 8, 9]. CUMITTOMHO, OTHAKO OH BBISIBJISIETCS Y BCEX OOJBHBIX C HEBPO-
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JIOTUYECKOM CUMITOMATHKOM [2, 3, 7]. MaHubecTays «BUIb-
COHOBCKOTO» 1IMPPO3a MIEYEHH U €r0 OCJTOXKHEHUI, Pe3y/IbTaThl
OMOXMMITICCKHX TECTOB HE OTIIMYAIOTCS OT CUMITTOMOB IIPH JIPY-
roii atronoruu uuppo3os [3, 7]. K knmuHu4YecKuM NposiBIeHU-
SIM TIEYEHOUHOM HEIOCTATOYHOCTU OTHOCSIT: CUHIPOM «ILIOXOTO
MUTaHUS», CHIDKCHME Typropa TKaHEH, CyXOCTb KOXM, MKTe-
PUYHOCTb KOXHU U CKJIEP, 3y KOXW, COCYAUCTBIE «3BE3MOUYKU»,
MaJbMapHYIO 3pUTEMY, «OeNble» HOITH, JIMXOPAIKy, TeMoppa-
TMYECKUii T1uate3, TMHEKOMACTUIO, YBEIMYSHUE WU YMEHbIIe-
HUE pa3MepoB MeUeHH, TCIIETICUYeCKIe pacCcTpoiicTBa, 001 B
MIpaBoM Toapedepbe, 0COOEHHO MOCIe MpUeMa XKUPHOM MUILH,
CIUIEHOMETAJINIO, OTEKH, aCLIUT, 3aropsl 3, 13, 14].

ITpencrasnsem kmanndeckuii cayyaii IJIJI 6e3 siBHO# martosno-
TUM TIeYEeHU, TMATHOCTHKA KOTOPOTO ITOTpeboBaia MpoBeAeHUSI
CMeLIMATbHBIX METOIOB MCCIIEIOBAHMUSI.

boavnoii Y., 27 net, npeabsaBIsSeT Xalo0bl HA APOXKaHUE PYK,
0oJIbIIIe TIPaBOIf, YCUITMBAIOIIEECS MTPU ABIKEHUY, BOTHEHUH,
MOILIAThIBAHKE, TIOBBILICHHOE OTAeIeHHIE BI3KOU CIIIOHBI, CHU-
KeHMe TTaMSATH Ha TeKYIIUe U ITPOIILIbIe COOBITHSI.

Anamnes 3abonesanus. Co IKOJLHOTO BO3pacTa HabIogascs ¢
JMUarHO30M «ayTu3M» (ObLT 3aMKHYTBHIM, MaJOOOLIUTENbHBIM,
cTecHUTENbHBIM). OKOHYMI CPENHION0 IIKOJY, 3aTeM BY3 3a-
OYHO U3-3a TPyJAHOCTEN ¢ obiieHueM. B Bospacte 25 net mo-
SIBUJIOCH IPOXaHUE MU3MHIIA CTIPaBa, B TEUCHUE MOMYTO/a pac-
TIPOCTPAHUBLIEECS Ha BCIO PYKY, IIOCTETIEHHO PUCOSANHIINC
TUTIEpCcATMBAIIUS, HapyiieHus: mamsatu. [lpu obcienoBaHun
cnycts rog Ha MPT ronoBHoro mosra o6HapyxeHbl (10 JaH-
HBIM BBITINCKY) «M3MEHEHUsI Oa3abHBIX TaHTJIMEB, TalaMyca
U CTBOJIA MO3Ta, YMEPEHHO BbIPAXEHHAs! CMEIIAHHAs TUIPO-
neanvsi»; TpU yIBTPa3BYKOBOM MCCNIEIOBAHUY YBEIMUEHUS
MEYeHN U CeNIe3eHKU He BBISBIEHO. J[MarHOCTMpOBaH I0Be-
HWIbHBIA MapkuHcoHu3M. Ha doHe mpuema mpamumnexcona
U KJIOHa3eTaMa B TeYEHME HECKOJBKUX MECSIEB OTMEYAIOCh
YCUJIEHME TPeMOopa MpaBoi pyKu, MPUCOEANHUICS TPEMOP Jie-
BOU PYKU, IOSIBUJIOCH MOIIATHIBAHUE, YCUIIEHNE CKOBAHHOCTH
U caluBalliu, MalUEHT CTal 00Jiee 3aTOPMOXKEHHBIM.

Ilpu ocmompe 6 Kaunuke: COCTOSHHE YIOBJICTBOPHUTEIBHOE,
ACTeHUYeCKoro TenocioxeHus. KoxHble MOKpoBbl OneqHOI
OKpAacKM, 4iCThle. ApTepranbHoe gaBnenue — 120/80 MM pT. cT.,
nynec — 84 ynapa B MUH. Jlycrienicuueckue pacCcTpoicTsa, 60i1u
1 TSDKECTh B ITPaBOM TI0fIpebephbe OTPUIIAeT, 3aropoB HeT. Ku-
BOT MATKMii, 6€300Je3HEHHBII MPU MAIbIIAIMU BO BCEX OTIC-
JIax, TIeYeHb M celie3eHKa He YBEJIMYCHBI.

Heeponoeuueckuii cnamyc. ®oH HACTPOEHMST CHIZKEH, Ha BOITPO-
CHI OTBeYAeT OMHOCTOXHO. CO CTOPOHHI YepeITHBIX HEPBOB 0¢3
narosorud. [unomumust, TunooHus: peyb THXasl, 3aMeIIeH-
Hasg. O0beM IBIXKEHUI U CUIa B KOHEYHOCTSIX TOHbIE. TOHYC
aKCHAJIbHBIX MBI, MBI KOHEYHOCTEH ITOBBIIIEH IO ILIa-
CTUYECKOMY TUITY, I'pybee cripaBa. [pyOblil MOCTypaibHbIiA, K1i-
HETHICCKHI M MHTEHIIMOHHBIN TPEMOP B TIPaBOit pyKe (T10 THITY
TpeMopa XojMca), MeHee BhIpaXKeHHBIN ApoKaTeIbHbINA THIep-
KHMHE3 TaKOTO0 e THIIA B JIEBOI pyKe; TPEMOp YCHINBACTCS TIPH
BosiHeHUM. M3-3a npoxkaHus He MOXKeET IHCaTh, CAMOCTOSITE -
HO MPUHKUMATD MUIIY, HYXAAeTCs B TIOCTOSIHHOM MOCTOPOHHEH
niomony. CyXOXWIbHBIC U HATKOCTHIMYHBIC PEICKCHI KIBBIE,
paBHOMEPHbIE, TaToIornyeckux pediekcos HeT. [TomarsiBaHe
B mpoOe Pombepra u ripu xoapbe. AxeiipoKiHe3 crpaBa.

B BepxHeM cermeHTe poroBuiibl 00oux a3 adoculus BUIHO
konbLio Kaiizepa—@ieitiuepa, moaTBep:KAeHHOE MPU OPTalb-
MOJIOTUYECKOM OCMOTpE.

73

Cnyyaii renaroneHTUKYNAPHOM JiereHepaLLm CO «CKPLITOit» NATONOrMeit NeYeHu

Puc. 1. MPT ronoBroro mo3ra 6osbhoro Y. (FLAIR)
JIBycTOpOHHEe CHMMETPMYHOE TOBbIIIEHHE WHTEHCUBHOCTH CHTHANA B
TNPOEKIHH TOJIOBKH XBOCTATOIO SIPA, CKOPJYIbI, TAIAMYCA

Fiﬁ. 1. An MR image of the brain of patient Ch. (FLAIR mode)
A bilateral symmetrical increase in signal intensity in the view of the head
of the caudate nucleus, the putamen, and the thalamus

Puc. 2. MPT rojoBHoro Mosra

oonpHoro Y. (T2-B3BemenHoe
uzoopaxenne). «JIumo maHmb»
(cTpenka)

Fig. 2. A T2-weighted MR image
of the brain of patient Ch. (image).
Face of a giant panda sign (shown
with arrow

Jlannble 00C/Ie10BAHUS

O6wuii ananu3z kposu: Tpomboruronerus (135x10°/m).

O6wuii anasuz moyu: npoteunypus (0,46 1/71), JTEUKOLMTHI
2—4 B mose 3peHusl, SIPUTPOLUTHl U3MEHEHHbIE 2—3 B TOJNE
3peHust.

buoxumuueckuii anaauz kpogu: odbmuii 6enox — 72 t/m, Mo-
yeBuHa — 5,04 MMOJIb/J1, KpeaTuHUH — 134 MKMonb/n (HOp-
Ma 71—115 Mxmomnb/n), oumupyomn — 27,1 mmonp/1, AJIT —
18 en/n (Hopma 5—40 en/m), ACT — 25 en/n (Hopma 5—38 en/n),
mesnouHast pocarasa —196 en/n (Hopma 70—270 ex/n).

IKT — yactoTa cepaeyHbIX COKpallleHn it 64 yaapa B MUH, pUTM
CHUHYCOBBIIA, SNIEKTpUYECKas OCh cepilia HopMaIbHasl.

Y3U enympennux opeanos: TieUeHb HE YBEJIWYCHA, TOJIIMHA
npaBoii moiu 140 MM, neBoit o — 65 mm. Tlapenxuma cpe-
Helil 9XOTEHHOCTH, CTPYKTYpa YMEPEHHO HEOJHOPOMHA, COCY-
JVICTHII PUCYHOK He Ie(OopMHMPOBaH, COXpaHEeH. 3BYKOIPOBO-
JIVIMOCTB COXpaHeHa. BHYTpHIIeUeHOYHBIE XeTYHBIE TPOTOKHU B
0benx Joiax He paciupeHsl. V. portae — 11 MM, v. lienalis —
7 MM, XoJ1e10X— 3 MM. KeJTYHBII Iy3bIpb HE YBEJIMYEH, TEPEruo
B 001acTy Tesia, oobeM 21 cM3, CTEHKM POBHBIE, OMHOPOAHLIE,
TOJIIIMHON 2 MM, B TPOCBETE JOMOJIHUTEIBHBIX 00pa3oBaHU
HeT. [TomxenymouyHas xenesa, ceje3eHka — 0e3 MaToJOTUH,
npu3HaKy HedpornTosa ciesa I creneHu.

MPT 201061020 Mo32a: B TIPOEKLIMK TOJOBOK XBOCTATBIX SLAED,
CKODJIYIIBI, TAaJaMyCOB CHMMETPMYHO C JBYX CTOPOH OIIpe-
JeIAeTCs TIOBBIIICHHAS WHTEHCHBHOCTh CHTHAla B peXuMe
FLAIR (puc. 1). [Ipu npuienbHOM MCCAEAOBAHUU CPEIHETO
MoO3Ta ¥ BepXHEH JaCTH MOCTa — TIOBHIIIEHNEe MHTCHCUBHOCTH
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curHana Ha T2-B3BEIICHHBIX M300paKeHMSIX BOKPYT KPACHBIX
Siep W YepHOMl CyOCTAHLIMKM B BHIAE «IWIAa MaHIB» (pHc. 2),
TIOBBIIIICHNE CUTHAJIA OT 3aTHHX OTIENIOB MOCTa. boKOBHIE Xe-
JIyIOYKW aCMMMETPUYHBIE, MPaBbIii 0oJIblIIE JIEBOTO, YMEPEH-
HO pacIIMpeHbl Ha YpOBHE LICHTPATBHBIX OTAEIOB (CIpaBa —
1,9 cm, cineBa — 1,5 cM), MHAEKC OOKOBBIX XeNYyJOYKOB 25,7
(Hopma 18,0—22,1); momepeuHblii pa3mep TepeIHHUX POroB
crpasa 0,8 cM, cieBa — 0,8 cM, MHIEKC TTOMEPEYHBIX POroB 26,4
(Hopma 24,0—-26,3) 111 xenynouek pacmmpet a0 0,9 cm., IV xe-
JIyIO4YeK He pacIIipeH.

AKycmuyecKkue cmeon08ble 8bi36aHHble NOMEHYUANDI: BBIPAXEH-
HoOe yBeJauyeHue JateHTHocTH I muka u MeXNMKOBOro MH-
tepBana I-III, a Takxke cHUXXeHMe aMILTUTYAbl V IUKa ¢ 0be-
UX CTOPOH, YTO CBHIETENBCTBYET O HAPYIICHUH IPOBEICHIS
CIyxoBoii appepeHTallMy HA MOHTOME3EeHIIE(DaTbHOM YPOBHE
¢ 00euX CTOPOH.

TakuMm 00pa3oM, B MpeACTaBIEHHOM ciyyae y 6oapHOro 27
JIeT ¢ TUIUYHOI HeBpojormyeckoi kaptuHou IJIJ] (coue-
TaHHME MapKMHCOHWYECKOTO CHHIpPOMa, aTakKCUH, rpyboro
MOCTYPaNbHOTO ¥ KUHETUIECKOTO TpeMopa B pyKax, THUIIep-
canuBaluy, AMCHOHUU, TMCUXUYECKUX M3MEHEHUM) U Xa-
PaKTepHBIMU JIJIS JAaHHOTO 3a00JIeBaHWS M3MCHCHUSMHU Ha
MPT ronoBHoro Mosra (yMepeHHO BbIpaxKeHHast aTpodus
MOJTyIIapuii MO3ra, CUMMETPUYHbBIE OYaroBble M3MEHEHUS
0a3aIbHBIX SIIEP, CPEAHETO MO3Ta U MOCTA, «JIMIO TaHIBI»)
OTCYTCTBOBaJIM KaKue-Iu00 KIMHUYECKHe MO0 PyTHMHHBIE
J1ab0paTOpHO-MHCTPYMEHTAIbHEIE TPU3HAKKA ITOPAXCHUS
nevyeHu. B ¢BS3U ¢ 3TUM OBLITO pelIeHO MPOBECTH 31aCTOrpa-
(U0 MeyeHu: 3TaCTUYHOCTh cocTaBmaa 6,5 kIla, uto coort-
BETCTBOBAJIO MUHUMabHOI cTeneHu pudposa F1 mo kpure-
pusim METAVIR.

HccnenoBaHue medHo-06eak068020 eomeocmasa BBISIBUIO CHU-
>KeHUE YPOBHsI Me[u B KpoBU — 4,36 MKMOJIb/J1 (HOopMa 12,56—
24,34 MKMOJIb/JT), TIOBBILIIEHUE CYTOYHOW SKCKPELUM MEAd —
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123,69 mxr/n (HopMa 2—80 MKT/1), CHIKEHUE YPOBHS LIepYyJI0-
TIa3MIHA CBIBOPOTKY KpoBu — 0,06 1/ (Hopma 0,15—0,6 T/m).

[pu mosexyaspHo-eenemuyeckum uccaedoganuu BbISBIEHA TH-
nuyHast MaxopHas Mytauust His1069 Gln (3207C>A) rena
ATP7B B rOMO3UTOTHOM COCTOSIHUMY.

Juaenos: TT1]1, purunHo-apoxaTenbHad opMa.

C ¢espansg 2015 . Havata MembITUMUHUPYIONIAST TEparus
D-neHunuiIaMiuHOM 1M penapaToM HUHKa (IIMHKTepa).

Coycts 9 Mec OT Havaia Tepaluu COCTOSTHUE 00TbHOTO 3HAYM -
TEJIbHO YNYYIIMIOCh: OTMEYaJOCh BBHIPAXXEHHOE YMEHbILEHUE
TpeMopa IMpaBoil PyKH, MCUE3HOBEHUE TPeMOpa JIEBOM PYKH.
[ManueHT cran mucaTh, CaMOCTOSATENbHO NMPUHUMATDH IUILY,
BBITIOJTHSITD BCE IBIDKCHUS TIPABO PYKOM, KOTOPHIC OBLIN He-
BO3MOXHBI 0 JIeYeHHMs, B T.4. HEOOXOIUMYIO paboTy 10 JOMY.
Wcuesnu atakcus, axepoOKMHE3, CaTUBAIS. YIydIImics hoH
HacTpoeHus, cTai 0ojee oommuTeneH. CoOXpaHSIIOTCS JIEMEHTHI
PUTHIHOCTH B TIPaBOi pyKe, JIeTKas rumoMuMust. [IpoBeneHme
anacTorpaduy eYeH B TMHAMIKE Ha (POHE JICUSHNUS TIPOTpec-
cupoBaHus (hprubpo3a He BBISIBUIIO (31acTHYHOCTD 6,9 KIla, cTe-
neHb pubdposza F1 no METAVIR).

[IpencraBneHHOe HaOIOAEHUE TTOKA3bIBAET, YTO MPU HATUUKUU
3KCTpanupaMUIHON CUMIITOMATUKU Y JIML MOJIOJOTO U Cpell-
HEro Bo3pacta HeobXomuMoO MpPOBOIUTH A epeHIaTbHbIIM
nquarHo3 ¢ [JI/] paxe mpu OTCYTCTBUU IPU3HAKOB MATOJIOTUU
neyeHu. [Tpu aTOM HEOOXOAMMO UCTIONB30BaTh BCE NOCTYITHbIE
COBPEMEHHbIE METOIbl IMATHOCTUKH, B T.4. acTorpaduio rme-
YeHM, IPU HEOOXOAMMOCTH — MMYHKLUMOHHYIO OMOTICHIO TeYeHU
C MCCJIEIOBAaHUEM COEPXaHUS MEIN, a TAKXKE MOJIEKYJISIPHO-
TeHETUYECKMI aHaJIN3.

Asmopbl 3aa64310m 06 omcymcmeuu Kongaukma unmepecos.
The authors declare there is no conflicts of interest.

References

1. Vyalova N.V., Proskokova T.N., Khelimskiy A.M. [Hepatolenticular degenera-
tion: clinic, diagnostics, and treatment]. Dal'nevostochnyy meditsinskiy zhurnal.
2012; 4: 130-134. (in Russ.).

2. Konovalov N.V. Gepatotserebral naya distrofiya. [Hepatocerebral dystrophy].
Moscow: Meditsina. 1960. 555p. (in Russ.).

3. Lekar' P.G., Makarova V.A. Gepatotserebral'naya distrofiya. [Hepatocerebral
dystrophy]. Moscow. Meditsina; 1984. 206 p. (in Russ.).

4. Magzhanova Yu.R. Geno-fenotipicheskie korrelyatsii pri bolezni Vil'sona v respub-
like Bashkortostan. Diss. kand. med. nauk [Geno-phenotype correlation in Wilson’s
disease in the republic of Bashkortostan: PhD diss. (Med.)]. Ufa. 2007: 176p. (in Russ.).
5. Churkina I.G., Damulin L.V., Artem'ev D.V. [Hepatocerebral degeneration].
Klinicheskie perspektivy gastroenterologii, gepatologii 2006; 4: 3—8. (in Russ.).
6. Gupta A., Aikath D., Neogi R. Molecular pathogenesis of Wilson disease:
haplotype analysis, detection of prevalent mutations and genotype-phenotype
correlation in Indian patients. Hum. Genet. 2005; 118: 49—57.

7. Asanov A.Yu., Sokolov A.A., Volgina S.Ya. et al. [State Clinical Recommenda-
tions on Diagnostics and Treatment of Wilson-Konovalov Disease (Hepatolen-
ticular Degeneration)]. Moscow. 2013. 71p. (in Russ.).

8. Kitzberger R., Madi C., Ferenci P. Wilson’s disease. Metab. Brain Dis. 2005;
20: 295-302. DOI:10.1007/s11011-005-7910-8. PMID: 16382340.

9. Walshe J.M., Yealland M. Wilson's disease: the problem of delayed diagnosis. J.
Neurol. Neurosurg. Psych. 1992; 55: 692. PMID: 1527540.

10. Vyalova N.V., Proskokova T.N., Khelimskiy A.M. [Mental disorders under
hepatolenticular degeneration]. Dal'nevostochnyy meditsinskiy zhurnal. 2013; 4:
88—91. (in Russ.).

11. Iwata M. MRI diagnosis of neurodegenerative disorders. RinshoShinkeigaru.
2005; 45: 947-951. PMID: 16447770.

12. Mochizuki H., Kamakura K., Masaki T. Atypical MRI features of Wilson’s
disease: high signal in globuspallidus on T1-weighted images. J. Neurol. 1997; 39:
171-174. PMID: 9106287.



KIMHUYECKWI PA3EOP
Cnyyaii renaroneHTUKYNAPHOM JiereHepaLLm CO «CKPLITOit» NATONOrMeit NeYeHu

13. Mdici V., Mirante V.G., Fassati L.R. Liver transplantation for Wilson’s dis- 13. Mdici V., Mirante V.G., Fassati L.R. Liver transplantation for Wilson’s dis-
ease: The burden of neurological and psychiatric disorders. Liver Transpl. 2005; ease: The burden of neurological and psychiatric disorders. Liver Transpl. 2005;
11: 1056—1063. 11: 1056—1063.

14. Tao TY., Gitlin J.D. Hepatic copper metabolism: insights from genetic dis- 14. Tao TY., Gitlin J.D. Hepatic copper metabolism: insights from genetic dis-
ease. Hepatology 2003; 37: 1241—1247. DOI:10.1053/ihep.2003.50281. PMID: ease. Hepatology 2003; 37: 1241—-1247. DOI:10.1053/ihep.2003.50281. PMID:
12773998. 12773998.

Nudopmamus 06 asropax: Bsiosa H.B. — acc. xad. HeBponoruu u nHeitpoxupypruu ¢ kypcom OTIK u TTITC IBI'MY, Xabaposck,
Poccug;

Honoka JI.C. — Bpau-HeBposor Kad. HeBponoruu 1 Helipoxupypruu ¢ KypcoMm @IIK u ITIIC IBI'MY, Xabaposck, Pocenst;
IMpockokosa TatbsaHa HukomaeBHa — A.M.H., Tipod. Kad. HeBponoruu u Helipoxupypruu ¢ kypcom ®ITK u ITTIC ABI'MY. 680000,
I. XabapoBck, yi1. MypaBbeBa-AMypckoro, 1. 35. E-mail: proskokova2011@yandex.ru;

Xemumckuit AM. — 1.M.H., Ipod., 3aB. Kad. HeBpostoruu u Heiipoxupypruu ¢ Kypcom ®IIK u ITT1IC IBI'MY, Xabaposck, Poccust.

Information about the authors: Nadezhda V. Vyalova, Assistant Professor, Division of Neurology and Neurosurgery, Department of Con-
tinuing Medical Education and Professional Development, Far-Eastern State Medical University, Khabarovsk, Russia;

Denis S. Doloka, Neurologist, Division of Neurology and Neurosurgery, Department of Continuing Medical Education and Professional
Development, Far-Eastern State Medical University, Khabarovsk, Russia;

Tatyana N. Proskokova, D. Sci. (Med.), Prof., Division of Neurology and Neurosurgery, Department of Continuing Medical Education
and Professional Development, Far-Eastern State Medical University, Khabarovsk, Russia. 680035 Russia, Khabarovsk, str. Murave-
va-Amurskogo, d 35; e-mail: proskokova2(011@yandex.ru;

Aleksandr M. Khelimskiy — D. Sci. (Med.), Prof., Head of the Division of Neurology and Neurosurgery, Department of Continuing
Medical Education and Professional Development, Far-Eastern State Medical University, Khabarovsk, Russia.

75



HAYYHBIN OB30P

CTpyKTypHas U (pyHKIIMOHAJIbHAY
HeWipoBU3yaJIn3alns IIpyu OOKOBOM
aMUOTPOPUYECKOM CKJIEPO3€

N.C. Bakynun, |A.B. Yepssxkos |, E.J. Kpemnesa, P.H. Konosanos, M.H. 3axaposa

OI'BHY «Hayunwiii yenmp Hegpoaoeuu», Mockea, Poccus

bokosoii amuompogpuueckuii cxaepos (BAC) — pamanvroe npoepeccupyrouee 3a601esarue UeHMPabHOI HEPBHOL CUCHEMbL C NOPANCEHUEM BEPXHE20 U HUNCHE20
MomoHelipoHos. M3yuenue ocobeHHocmeil meveHus U pacnpocmpanenus HeiipoeeenepamugHoeo npoyecca npu BAC umeem Goaviioe 3HaueHue, nockoasky 0o
HACMoAue20 8pemery HdpexmusHbie Memodst aeueHus 3a001e6aHus He paspadomarsl. B kaunuueckoil npaxmuke omcymcmeyiom o0seKmueHble UoMapKepbi
HOPACEHUS BEPXHE20 MOMOHEIIPOHA U HKCHPAMOMOPHBIX PE2UOHO8 20108HO20 MO32d, HECMOMPS HA 04e8UOHble 00KA3AMEAbCMBA MYALIMUCUCIEMHOCTIY NOPA-
JceHus 20106Ho20 Mosea npu BAC. B nocaednue 200wt 60abuiyio poaw 6 usyyenuu BAC ueparom memoobi cmpykmypHoil u (yHKUUOHAALHOI HelposU3yanu3auuu,
maxue kax MP-mopgomempus, dupgyzuonro-menzopras MPT, MP-cnexmpockonus, yryuonansias MPT, nozumporro-smuccuonnas momoepagus (I19T) u
dp. B o630pe anasuzupyiomes pesyavmamol Helposu3yatu3auUuoHHbIX UCCAe008aHUl 8 KOHMeKCMe UX npuMeHeHus 045 OUAeHOCIUKH, NPOCHOIUPOBAHUS U MOH-
mopuposanus meuenus BAC. Jlng duacrocmuku 3a601eeanus Haubonee HyecmeumensHbiMu U cneyu@uunbimu seasiomes ouggysuonno-mensoprnas MPT, MP-
cnekmpockonus, TI9T, komOuHauus HecKoAbKUX Memo00s HeliposU3yanU3aUUY U UX COemarue ¢ MPAHCKPAHUAbHOL MazHumuoi cmumyasyuer. Jugdysuon-
Ho-menzopras MPT u MP-chekmpockonus moeym ucnoab308ambes 045 MOHUMOPUHeA U NPOCHO3UPOBAHUS MeyeHus 3a0osesanus. OOcyycoarmes 0CHOBHbie
02PaHuMeHls U HeOOCMAMKU NPOBeOeHHbIX UCCAe008aHUI, a MAKJiCe B03MONCHbIe nepchekmuebl npumerenus Heliposusyasusauuu npu BAC.

KioueBbie clioBa: 60x060ii amuompoguueckuii ckaepos, 604e3Hb MOMOHelpoHa, Heliposusyaruzayus, MPT, buomapkepoL.

Ilng waraposamns: 1.C. bakynun, A.B. Yepsskos, E.U. Kpemuesa. CtpykTypHas 1 (pyHKIMOHATbHAS HEMPOBU3yaTH3alis Ipu 60-
KOBOM aMUOTPO(UUYECKOM CKIIEp0o3e. AHHAIBI KIMHUYECKON 1 9KCTIepUMeHTaIbHOM HeBponoruu. 2017; 11(2): 76—87.

DOI: 10.18454/ACEN.2017.2.11

Structural and functional neuroimaging
in amyotrophic lateral sclerosis

Ilya S. Bakulin, |Aleksandr V. Chervyakov|, Elena I. Kremneva, Rodion N. Konovalov, Mariya N. Zakharova

Research Center of Neurology, Moscow, Russia

Amyotrophic lateral sclerosis (ALS) is a fatal progressive central nervous system disorder affecting the upper and lower motor neurons. It is important to
study the features of the course and progression of neurodegeneration in ALS, since no effective methods for treating this disease have been developed yet.
Despite the clear evidence that brain lesions in ALS are of multisystem nature, there are no objective biomarkers of lesions of the upper motor neuron and
the extramotor areas of the brain. Structural and functional neuroimaging, such as MR brain morphometry, diffusion tensor imaging, MR spectroscopy,
functional MRI, positron emission tomography (PET), etc., have recently been playing a significant role in studying ALS. The results of neuroimaging studies
are analyzed in this review in the context of using them to diagnose, predict, and monitor the course of ALS. Diffusion tensor imaging, MR spectroscopy, PET,
combination of several neuroimaging methods and their combination with transcranial magnetic stimulation are the most sensitive and specific techniques to
be used to diagnose the disease. Diffusion tensor imaging and MR spectroscopy can be used to monitor and predict the disease course. The main limitations
and shortcomings of the performed studies, as well as the possible outlook for using neuroimaging in ALS, are discussed.

Keywords: amyotrophic lateral sclerosis, motor neuron disease, neuroimaging, MRI, biomarkers.

For citation: Bakulin I.S., Chervyakov A.V., Kremneva E.I. et al. [Structural and functional neuroimaging in amyotrophic lateral sclerosis].
Annals of Clinical and Experimental Neurology. 2017; 11(2): 76—87.

DOI: 10.18454/ACEN.2017.2.11

Bsenenue CMEIIAHHBIMU  (CMACTUKO-aTPOGUUYECKUMM) Tape3aMu, Io-
pakeHueM OyIbOApHOI U ABIXaTebHON MYCKYJaTyphl, UTO B
boxosoit amuorpoduueckuii ckinepo3d (bAC) ssnsercs da- TOJIABJISIIONIEM OOJIBIIMHCTBE CTyJyaeB MPUBOAUT K TMbE/ M Ma-
TaJIbHBIM HEHPOJIeTeHEPATUBHBIM 3a00IEBAHUEM C TIPEUMYIIIE- IIMEHTOB Yepe3 HeCKOJBKO JIeT Tocie nedtota 6onesHu [1, 2].
CTBEHHBIM MOPaXXeHUEM MOTOHENPOHOB MEPBUYHON MOTOPHIA
KOPBI, KOPTUKOCTIMHANBHBIX (MUPAMUAHBIX) TPAKTOB M MOTO- JIOCTUTHYTBI B MOCJEIHUE TOBI IPOTPECC B 00JACTU U3yYe-
HEeWpPOHOB MepeqHUX POroB CHMHHOrO Mosra. KinuHuuecku HUSI MEXaHU3MOB Pa3BUTHSI U PACTIPOCTPAHEHHUSI MATOJIOTHYE-
3a00eBaHNe TIPOSBISETCS HEYKIOHHO IMPOTPECCUPYIOIINMHA ckoro npouecca npu bAC mo3BosiseT mo-HOBOMY B3IJISIHYTh
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HAYYHbII 0B30P

Puc. 1. IIpavmepsl HCNOJIB30BAHKS
HepOBU3YAIM3AIMH JUTS BbIsIBIE-
1 BAC-no100HbIX CHHIPOMOB

A — MPT meiiHoro otena mo3so-
HOYHHKA M CIIMHHOTO MO3ra (PexuM
T2, caruTTanbHas MPoeKIws) y na-
IJEeHTa CO CNACTHYECKHM HIDKHIM

napanape3oM. Busyamsupyercs
0Yar KOMIIPECCHOHHOI MueJona-
THH HA YPOBHE MEKIIO3BOHOYHOIO
qucka C5-C6 (cTpenika)

C — MPT meiiHoro otiena mo-
3BOHOYHMKA ¥ CIMHHOTO MO3ra
(pexum T2, carurrambHas mpo-
eKIMA) y MANUeHTA C BEPXHUM
BAJIbIM  aTPO(PMUECKUM JUCTAITb-
HbIM mapanape3oM. OtMeyaercs

YMeHbIIIeHHe ONePeYHoro pa3Mepa CHHOro Mo3ra Ha yposue C5-C6 mo-
3BOHKOB CTpemmgI

B — MPT meiiHoro otyie/ia no3B0HOYHHKA W CIMHHOIO Mo3ra (pexum T2,
CATUTTAJIbHAS POEKIHMS) TOTO JKe MANMEHTA MPH MAKCHMAIBHOM CTHOAHUH
men. Kommpeccusi ciuHHOro Mo3ra TBepioii Mo3roBoii 00010ukoii — MP-
MpH3HAK 00Jie3Hn Xupasamsi [ 12

Fig. 1. Examples of using neuroimaging to reveal ALS-like syndromes

A — an MR image of the cervical spine and spinal cord (T2-weighted
sagittal view) in a patient with spastic lower extremity paraparesis.
A focus of compressive myelopathy is visualized at the level of C5—-C6
intervertebral disc (shown with an arrow)

B — an MR image of the cervical spine and spinal cord (T2-weighted
sagittal view) in a patient with flaccid atrophic paraparesis of distal upper
extremities. The transverse diameter of the spinal cord is reduced at the
level of C5—C6 vertebrae (shown with arrows

C —an MR image of the cervical spine and spinal cord (T2-weighted sagittal
view) of the same patient upon maximum flexion of the neck. Spinal cord
compression by the dura mater is an MR sign of Hirayama disease [12]

Tadmua 1. OcHoBHbIe M3MeHeHHS PH HelipoBU3yamu3amun y nanuentos ¢ BAC

Heipoau3yanu3atiug npu G0KOBOM aMUOTPOGUYECKOM CKAEpO3e

Ha BAC xak 3aboeBaHNe BCETO MO3Ta B LIEJIOM, a He TOJIbKO
KaK Ha 00Jie3Hb MOTOPHOIA crcTeMbl. [ToydeHB MHOTOYMC-
JIEHHBIE J0KA3aTeNbCTBA MYJIBTUCHCTEMHOCTH MOPAXEHUS TO-
noBHoro mosra mpu BAC [3]. Ho 32—50% manumentoB ¢ BAC
MMEIOT KOTHUTHBHBIC W TIOBEICHUYECKUE HAPYIICHUS pa3ind-
HOM CTENeHU BhIpaxkeHHOCTH, B 19% ciyyaeB COOTBETCTBYIO-
e TUAaTHOCTHIECKAM KPUTEPUSIM JIOOHO-BHCOYHON IeMEH-
i [4].

Jlo HacTosIIero BpeMeHu paHHss quarHoctiuka BAC sBisteTcst
cepbe3Hoil mpobaemoit. [loauMophusM KIMHUYECKUX TPO-
sIBJIEHWI1 3a00/1€BaHuUs, OCOOEHHO B JIe0I0TE, TETEPOTEHHOCTh
KJIMHAYECKOrO TeUeHUsl TPeOyoT pa3pabOTKU OOBEKTUBHBIX
JUAarHOCTUYECKUX M TPOTHOCTUYECKUX MapKepoB [5—7].

Ncnonb3oBaHue coBpeMEHHBIX METOIOB CTPYKTYPHOI U (DyHK-
[IIOHAJTbHON BU3Ya3al[UM HapSITy C UCTIONb30BAHMEM Heli-
POGhU3MOIOTUYESCKUX METOIMK SIBJISIETCS] BEAYIIUM MOIXOI0M K
U3y4eHU10 HepBHOI cucteMbl ipu BAC in vivo — OLIeHKe CTpyK-
TYPHO} MaTOJIOTUU CEpOro U 6eJIoro BellecTBa, U3BMEHEHUH pe-
LENTOPHOTO MPOGUIs, COMepKaHuUs Pa3TUnYHBIX META0O0IUTOB,
M3MEHEHU HEeMpPOHHBIX ceTeil M KOHHeKTUBHOCTH [8—10].
B nocnenHue rombl BO3MOXHOCTH HEWpOBHU3YaTM3allMOHHbIX
METO/IOB CYIIECTBEHHO pacliMpwiuch [11] u He orpaHnYMBa-
I0TCSI TOJIbKO «HETaTMBHOI» MMAarHOCTUKOM, T.e. MCKITIOUEHMU-
€M CTPYKTYPHOIi TaTOJNIOTUH, KOTOPast MOXET CTaTh MPUYMHOIA
pazsutust BAC-11omoOHBIX CHHIPOMOB (puc. 1).

B MHOTOYMCTIEHHBIX UCCNENOBAHUSIX C MPUMEHEHUEM METO-
JIOB HeltpoBU3yanu3auuu y naiueHToB ¢ BAC ObLIM BBISIBICHbBI
PazHOOOpa3HbIe CTPYKTYPHBIE U PYHKIIMOHATbHBIE U3MEHEHMST
KaK TOJIOBHOTO, TaK ¥ CIIMHHOTO Mo3ra [9, 13, 14]. O6buHO B
3TW WCCIIENOBaHUS BKITIOYATUCH MAIMEHTH C JTOCTOBEPHBIM
IVaTHO30M, a aHAIM3MpyeMble ITOKA3aTelN OLIEHWBAINCh Ha
YPOBHE IPYIIIOBBIX pa3nuyrii. B Tabu. 1 mpuBeneHb OCHOBHBIE
M3MEHCHHS, BBISIBIISICMBIE ITPY CTIOIb30BAaHNHY Pa3TNYHBIX Me-
TONOB HEMPOBU3YaNIU3allMU, X BO3MOXHbIE MEXaHU3MBI UX T10-
sBeHMs. B HacToseM 0630pe MpencTaBieHbl IUTepaTypHbIE
JAHHBIE O BBISBJISIEMbIX P CTPYKTYPHO! U (PYHKIIMOHATBHOM
HeiipoBusyanusauuu usMeHeHusx LIHC y matmentos ¢ bAC, ¢
AKIICHTOM Ha MX IUArHOCTMYECKOM M MPOTHOCTUYESCKOM 3Ha-
YEHMH, a TAKXKe BO3MOXHOI POJIM B OLIEHKE TPOrpeccupoBa-
HUS 00JI€3HU U N3YYEHUH TTaTO(DM3MOIOTH 3a00ICBAHIIS.

MexaHu3Mmbl
aKCOHasbHas AereHepauus

arpodmryeckmii NpoLEece

akCoHanbHaqa aereHepauus,

Metoauka/pexum Xapaktep nameHeHuu
MPT B pexumax T2 n FLAIR TVNEPUHTEHCUBHOCTbL KOPTUKOCTIMHABHBIX TPAKTOB
MP-mopomeTpis YMEHbLUEHVE o6vbema cepovro BELLECTBA U KOPTUKAILHON TONLLMHBI
B NEPBMYHON MOTOPHOI KOPE U 3KCTPaMOTOPHBIX PErvoHax
cHuxeHne GA 1 yBenuyeHve cpepHeit auddy3noHHOCTU
OT-MPT KOPTUKOCMUHAIbHBIX TPAKTOB, BOJIOKOH MO30JIUCTOrO TeNa 1 Apyrux

MPOBOAHWKOB FOI0BHOIO MO3ra
CHXeHue copepxaHus NAA

MP-cnexTpockonus

yBenuyeHne copepxaqus Ml

CHUXeHue copepxaHus TAMK
YBENMYEHNE aKTMBALMMW JOMONHUTENBHOI MOTOPHOIA, MPEMOTOPHON
11 CEHCOPHOIA KOpbI NP BLINONHEHUW NPOCTON ABUraTENbHOMN

®yHkumoHanbHas MPT napagurmbi

BbISIB/IEHWE PETVMOHOB C YBENMYEHHOI 3DEKTUBHOI

aKTMBALMS MUKPOrNINY,
HaKOMNEHMs Xenesa u ap.
YMEHbLLEHWE KONMYECTBA M MOBPEXAEHNE HEAPOHOB
aKTMBALMS MUKPOrNN
JereHepaums TopMo3Hblx TAMKepriyecux MHTEepHepoHoB

KOMMEHCATOPHas KOPKOBasi NACTUYHOCTb
U/MAN CHUXEHWE TOPMO3HON HEAPOTPAHCMICCUM

KOHHEKTMBHOCTBIO NPY GyHKLMOHABbHO MPT nokost

nar
OPIKT

CHUXeHMe cBs3biBaHus ''C-dnymasermna
CHUXEHWE CBsA3biBaHus '8F-TOpAE30KCHIIOKO3bI

runonepdysns MOTOPHOIA M GPOHTANLHON KOPbI

[nereHepaumsi TopMo3Hbix TAMKepruyecux HTEpPHENPOHOB
JereHepaTuBHOE NopaxeHue
[JEereHepaTuBHOE NopaxeHue

Mpumeyatus: FLAIR — fluid-attenuated inversion recovery; AT-MPT — auddyanonHo-Ten3opHas MPT, ®A — dpakuvoxHas aHu3otponusi; NAA — N-augtunacnaptar; Ml — muontoauton; FAMK — ramma-amu-
HomacnsHas kucnota; MAT — No3UTPOHHO-aMMcCHoHHas Tomorpadws, ODIKT — 0aHOGOTOHHAS AMUCCMOHHAS KOMMbIOTEPHAS TOMOrpadms.
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Table 1. The main changes in neuroimaging in patients with ALS

Method/mode Changes
Method/mode MRI, N . .
T2 and FLAR Corticospinal tract hyperintensity

MR-morphometry

DT-MRI tracts, fibers of the corpus callosum and other brain conductors
Decrease NAA

MR spectroscopy Increase M
Decrease GABA

Decrease in the volume of gray matter and cortical thickness in the
primary motor cortex and extramotor regions
Decrease FA and increase in the average diffusion of corticospinal

Mechanism

Axon degeneration

Atrophy

Axon degeneration, microglia activation,
iron accumulation etc.
Decrease of number and damage of neurons
Microglia activation
Degeneration of GABAergic interneurons

Increase in the activation of additional motor cortex, premotor cortex,

Functional MRI

sensory cortex during execution of simple motor paradigm
Identification of regions with increased effective connectivity in

Compensatory cortical plasticity and/or decrease
in inhibitory neurotransmission

resting state fMRI
PET Decrease ''C-flumazenil binding Degeneration of GABAergic interneurons
Decrease °F- fluorodeoxyglucose binding Degeneration
SPECT Hypoperfusion of motor and frontal cortex Degeneration

Mpumeyanms: FLAIR — fluid-attenuated inversion recovery; IT-MPT — nuddyavonHo-TeH3opHas MPT, ®A — dpakumonHas aHuotponms; NAA — N-auetunacnaprar; Ml — muouHosuton; FTAMK — ramma-amu-
HomacnsiHas kuenota; MT — No3UTPOHHO-aMUcchoHHast Tomorpadmst, ODIKT — 0AHOPOTOHHAS IMUCCMOHHAs KOMMbIOTEPHASH TOMOTpadus.

Puc. 2. MPT rososHoro Mo3ra nauuentku ¢ BAC, Gynbn0apHas dopma.
TinepuHTEHCHBHOCTb KOPTHKOCTIHHATIBHBIX TPAKTOB CTEG.]]KH) HA yOB-

He 32/IHero 6ez¥§)BHyTpeHHeﬁ Kancyinsi (A, pexum FLAIR) u HoXkeK M03-

ra (B, pexum

Fig. 2. An MR image of the brain of a female patient with the bulbar form
of ALS. H¥perintensity of the corticospinal tracts gshown with arrows) at
the level of the posterior limb of internal capsule (A, FLAIR mode) and
cerebral peduncles (B, T2-weighted mode)

HeiipoBusyamu3anuonsbie quarnocTnyeckue Mapkepbl BAC

B Hactosiee BpeMs He BbI3bIBaeT coMHeHuUiA, uto BAC saBnsier-
Csl TETEPOTEHHBIM C KIMHUYECKOI U MaTOTeHETMYECKO TOYeK
3peHus 3aboneBanueM [15]. UneHTHOUIMPOBAHO HECKOIBKO
JIECSTKOB T€HOB, MIPAIOIINX Kay3aTHBHYIO POJib B Pa3BUTUM
Oose3Hn WM Momuduuupylommx ee teueHue [16]. Hapsmy ¢
Ki1accuyeckuMu ciaydyasiMu BAC ¢ coyeTaHHBIM MoOpaxeHueM
BEPXHETO M HIKHETO MOTOHeipoHOB (BapuaHT I1lapko) Betpe-
YaloTCs CIyvad U30JIMPOBAHHOTO MOPaKeHUs BepXHEro (Iep-
BUYHBIIM O0OKOBOH CKJIEpO3) WM HUXHETO (Mporpeccupylonias
MBIIIEYHAsT aTpodusi) MOTOHEHpPOHA, a TaKxXe Apyrue 0Oojee
peIKye BapWaHTHI, HANIPUMEp, CUHIPOM «CBUCAIONMIMX PYK»
(flail arm syndrome), mporpeccupyronmii OyrT0apHbIiA Mmapa-
a4 u gap. [17—19]. B 7-10% ciyyaeB B nebiote 3a00s1eBaHMs
OTCYTCTBYIOT KJIMHIMYECKUE MPU3HAKU TIOPaKEHUS BEPXHETO
MOTOHEIpOHA, ¥ TIOCTAHOBKA TMAarHO03a MOXET BbI3bIBATh 3HA-
yuTebHbIe 3aTpyaqHeHus [20—22]. OTMeueHHas BbILIE TeTepo-
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TeHHOCTb KJIMHUYECKOM KapTHHBI 3a00J1€BaHUS, a TaKKe He-
JOCTaTOYHAsT YYBCTBUTECIBHOCTD MCITOIb3YEMBIX B HACTOSIIEE
BpeMsl ITIepeCMOTPEHHBIX KpuTepueB Oib-Ockopuan (2000)
SIBJISTIOTCS TIPMIMHOM TIO3IHEH MM OIIMOOYHOM TUArHOCTHKY
3a0oseBanus. J1arHo3 cTaBuTCs B cpenHeM depe3 12—16 mec
nociie ne6roTa, a 0koyo 20% malueHToB UMEIOT JMarHOCTHYE-
CKYIO KaTeropuio «Bo3MoxHbI BAC» naxe Ha MOMEHT CMEPTU
[6]. OnHO# M3 BaXXHBIX MPOOJIEM, OTPAHUYMBAIOIINX BO3MOX-
HOCTHM paHHeH nuarHocTKN BAC, SBJISeTCS OTCYTCTBHE B CO-
BPEMEHHBIX TUATHOCTUYECKUX KPUTEPHUSIX MHCTPYMEHTATBHBIX
MapKepoB MOPaXXeHMsT BepXHEro MoToHelpoHa. [Ipemmnonara-
€TCsI, YTO B KaUecTBE TAKMX OMATHOCTHYECKU 3HAYMMBIX HMH-
CTPYMEHTAJIbHBIX METOJ0B MOTYT BBICTYIAaTbh, MPEXae BCETo,
METOJIBI HeMPOBU3YaATN3aIlMY U TPAaHCKpaHWATbHAS MaTHUTHAS
ctumynsus (TMC) [23, 24].

IMpu npomemenun cranmaptHOt MPT B pexumax T2 u
FLAIR (ot anrn. — fluid-attenuated inversion recovery) y
gacTi nanueHToB ¢ BAC BRISBIsSIETCS TUTIEPUHTCHCUBHOCTD
Pa3NIUYHBIX YYaCTKOB KOPTUKOCIMHAJbHBIX TPAaKTOB (puC.
2), OJIHAKO NAHHBII MPU3HAK HE SBJSIETCS TOCTaTOYHO UyB-
CTBUTEJIbHBIM U CHICIIM(UYHBIM U HE MOXET MCIIOJIb30BaThCS
JUIT AMarHocTuku 3aboseBaHus [23]. YactoTa BbISIBIEHUS
TUMIEPUHTCHCUBHOCTH KOPTMKOCIUHANBHBIX TPAaKTOB IPH
BAC He npesbimaer 40%, a cneuuduuHocts — 70% [25—
27]. HeobXomMMO YYUTHIBATh, YTO JAHHBINA IIPU3HAK MOXKET
BCTpeYaThCcd TaKXKe NMPU APYrUX HEMpOIEreHepaTUBHBIX 3a-
0oJeBaHUSIX, HEKOTOPBIX METabOJIMYECKUX PacCTpOiicTBax
(Hampumep, TpU MEYECHOYHOM SHIedANToNnaTuu U AeUIn-
Te BuTaMMHa B12), a Takxe mpu HOpMaJlbHOM CTapeHUMU.
Hawub6onee yacto nmpu BAC runeprHTEHCUBHOCTh KOPTUKO-
CIIMHAJIbHBIX TPAKTOB PETUCTPUPYETCS HAa YPOBHE 3ad-HEro
Oempa BHYTPEHHEW KaICYJIBl, peXe — B CYOKOPTHUKAJIbHOM
0eJIoM BellecTBe, CEMUOBAIbHBIX LIEHTPaX M HOXKaX CpelHe-
ro Moara [23]. B yactu ciyyaeB BO3MOXHO TaKxKe MOSIBJIEHUE
runonHTeHcuBHOTO B pexknumax T2 u FLAIR curnana B o6na-
CTU MepPBUYHON MOTOpPHOI Kops! [28]. [IprMeHeHue coBpe-
MEHHBIX BBICOKOIOJIBHBIX TOMOTPadoB ¢ HAMPSKEHHOCTHIO
MarHuTHoro 1o 3,0 Ta MoXeT yBeIMYMTb 4YacTOTY BhISIBJIE-
HUS TUIEPUHTEHCUBHOCTH KOPTUKOCIIMHATBHEIX TPAKTOB 10
80,0—96,3% Ha pa3HbiX ypoBHX [29]. OnHaKO IIPU 3TOM CY-
IIECTBEHHO MAaJaeT U CTEIM(PUIHOCTh JAHHOTO TOKa3aTes,



HAYYHbII 0B30P

MOCKOJIbKY B KOHTPOJIBHOM TPYIITIE 310POBBIX TOOPOBOIIBIIEB
NaHHbIM (beHOMEH Ha ypoBHE 3aaHero Oeapa BHYTpeHHeEM
KarcyJbl peructpupyercs B 68,3% ciydaes [29].

Bonee 4yBcTBUTENBHBIM W CHEUU(UYHBIM METONOM BbI-
SIBICHUST CTPYKTYPHBIX M3MEHEHUN KOPTUKOCIMHATBHBIX
TpaktoB npu BAC sapnsercs nuddy3noHHo-TeH30pHas MPT
(AT-MPT) [9, 10]. MeTon ocHOBaH Ha M3MEPCHUH BEJIH-
YUHBI M HampaBieHus: aucddysuu MojeKkyn BoAbl B Belle-
cTBe rojioBHOro Mo3ra [30]. ¥ manuentoB ¢ BAC BhIsiBIEHO
yMeHblIeHHe (pakiuumoHHOi aHu3otpormu (DA, ckajsp-
Hasl BeJMYMHA, OMMUCHIBAIOIAS CTENEeHb YMOPSI0YeHHOCTH
InhPy3nun) KOPTUKOCTTMHANBHBIX TPAKTOB U IPYTUX MPOBO-
JSIITUX MyTel TOMOBHOTO MO3ra, BKJIOYas Oesloe BENIECTBO
JIOOHBIX JOJIel X MO30JIMCTOE TEJI0; OMHAKO B OOJBITMHCTBE
UCCIIeNOBaHUI TaHHBIE Pa3IUyYUs PETUCTPUPOBATUCH TOJIBKO
Ha TPYIIIIOBOM YPOBHE C CYIIECTBEHHBIM ITEPEKPBITHEM 3Ha-
yeHuit MDA B rpyImax naueHToB ¥ 310POBBIX 100POBOJIbIIEB
(cM. 0630psi [14, 23]). TTo naHHBIM MeTaaHaIM3a UCCIEN0Ba-
Huii ¢ npumeHenneM JAT-MPT npu BAC, 4yBCTBUTENBHOCTD
1 crenM@UIHOCTh 3TOTO MeTona coctaBisiioT 68% u 73%
COOTBETCTBEHHO [31]. ABTOPHI C/IeTaau BHIBOM, YTO JAHHBIIA
METO[l He MOXET pacCMaTpUBaTbCs KakK KIMHUYECKU 3HAUM-
Mblii B muarHoctuke BAC. JlmarHocThuecKash 3HaYMMOCTh
IOT-MPT npu BAC MoxeT OBITh yBeJMUEHA MPU OLICHKE HE
tonbko DA, Ho u paguanbHOil nuddysnonnoctu. Ipu Ta-
KOM TIOIXO/I€ YYBCTBUTEIBHOCTD M CHEIM(UIHOCTD METOIA
Moryt coctaBisaTh 87,5% u 85,0% coorBercTBeHHO [32], a
IUIOINALb TTOM KPUBOH (IIpU aHAIM3e paguaibHON T hy3n-
OHHOCTH Ha ypoBHe HoxeK Mo3ra) — 80,1% [33]. UuTepecHo
OTMETHTD, YTO OOJIbIIEH YyBCTBUTEILHOCTHIO (92%) 1 crel-
upuuHocthio (88%) npu BAC mMoxer obnanaTh CHUXEHME
®A 1 yBerwueHNWE pagvanbHON TU(PGY3MOHHOCTH TP HC-
CJIEIOBAHMM MO30JIMCTOTO Tesla, a He KOPTUKOCIMHAIbHBIX
TpakToB [34].

B HecKombKUX KPYMHBIX UCCIENOBAHUSAX U3YYaTUCh BO3MOX-
HocTu mpuMmeHeHus1 MP-crektpockonuu B fuarHoctuke bAC.
Tak, Mo maHHBIM UccnenoBaHus, mposeneHHoro P. Kaufmann u
coaBT. (2004) ¢ BxmoyeHreM 160 manueHToB, yMEHbIIEHHE OT-
HoureHus copepxanus N-anerninacrnapraTa (NAA) K KpeaTuHy
(Cr) B nepBuyHOit MOTOpHOI Kope mpu BAC nmeeT BHICOKYIO
YYBCTBUTEIBHOCTD (86%), HO HU3KYIO crienuduaHocTh (37%)
[35]. [To naHHBIM ApYTOit pabOThI, U3MEHEHKE OTHOILEHHUS MU -
ounosurona (MI) k NAA o6/1agaet 4yBCTBUTENBHOCTEIO 71% 1
crennbuyHocThI0 93% [36]. Ellle 0mHMM IOTEHIMAIBHO IIep-
CTIEKTUBHBIM JMarHOCTHYecKuM MapkepoM mpu BAC moxer
OBITb CHIDXEHUE COACPKAHUS TaMMa-aMUHOMACTISTHON KUCIO-
Tol (TAMK), BBISIBIEHHOE B HECKOJIbKMX Pa0b0OTaX ¢ MCIOIb30-
BaHMeM MP-cnekrpockormu [37, 38].

B uccnenosanusix ¢ npumeneneM MP-mopdomerpun y manm-
eHToB ¢ BAC BBIsIBIEHO YMEHbIIEHNE 00beMa 1 TOJIIIHBI Cepo-
T'0 BElIECTBA B pa3IMYHbIX peruoHax Moara [39, 40]. [To naHHBIM
E Agosta u coasr. (2012), mpu BAC HabmomaeTcs yMeHbIIEHNE
KOPTUKAJIbHO TONIIMHBI B TIEPBUYHON MOTOPHOM KOpe, mpe-
(bpoHTANBHOW M BEHTPAIbHON (HPOHTATBHON KOPE, OCTPOBKE,
MOSICHOM M3BWIMHE, HIDKHEW BUCOYHOM, TEMEHHOM, MEIMab-
HOW ¥ JlaTepabHOli 3aTbUTOYHOM Kope [41]. Pesynbratbl aTux
HCCIIeIOBAaHMI CBUIETEILCTBYIOT 0 Hammuuu rpu BAC pacripo-
CTPaHEHHOTO YMEHbLIEHUSI TOJIIIMHBI KOPKOBOTO CJIOsI, KaK B
MOTOPHBIX, TAK M B HEMOTOPHBIX PETMOHAX TOJOBHOIO MO3Ta,
OJIHAKO TMaTHOCTUYECKOE 3HAUYCHUE 3TUX U3MEHEHUI B HACTO-
sfee BpeMs OKOHYaTeIbHO He m3BecTHO [9, 23]. Tak, mo maH-
HbIM MeTaaHanu3a Z. Chen u L. Ma (2010), uyBCTBUTETbHOCTD
MP-mopdomerpuu npu BAC ne ipeBbiinaet 25% [42].
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Cpemu MeTonoB (DYHKIIMOHAIGHON HEMPOBU3yaTN3allul HaM-
OOJBIIMI MHTEPEC ¢ TOYKM 3peHus] auarHocTuku BAC BHI-
3BIBAaT MO3UTPOHHO-3MHUCCcHOHHas ToMorpadust (I19T) ¢
BF-ropaeszokcurmokosoii (*F-®I). ¥V mauuentoB ¢ BAC
TIpU TIPOBEACHNM JAHHOTO MCCIICIOBAHUS BBISBISIOTCS 30HEI
TUMOMETA00/IM3Ma B TIEPBUYHOI MOTOPHOM, MPEMOTOPHOM U
BMCOYHOI KOpe, a TakXe 30HbI TUTepMeTaboM3Ma B CTBOJIE 1
MeInaIbHOM BUCOYHOM Kope [43—46]. [To maHHBIM IBYX KpYII-
HBIX MPOCTEKTUBHBIX UCCIEN0BAHUI, TMAarHOCTUYECKas TOY-
Hoctb *F-®JT npu BAC cocrasnsier okoso 93% [45, 46]. B to
e BpeMsI He00X0IMMO UMETh B BUAY TEXHMYECKYIO CIOKHOCTh
METO/Ia ¥ aHaJM3a Pe3YJIbTaTOB UCCIIEIOBAHMS, a TAKXKeE CYIIe-
CTBCHHBIE PA3INYMs, TOJTyICHHBIE IIPH 00CISIOBAHUM PA3HBIX
TPYIIII TTAI[IEHTOB.

VyuTbiBas HEAOCTATOYHYIO YYBCTBUTENbHOCTh M CHELM(DUY-
HOCTh OTHENBHBIX PEKMMOB M ITPOTOKOJIOB HEMPOBU3YaIH3a-
1y B nMarHoctke BAC, B HECKONBKUX UCCIEA0BAHUSX U3Y-
YaJach JUarHOCTHUUYECKAs 3HAYMMOCTh KOMOMHAIIMH METOOB.
B uccnenoBanmnm, npoeneHHoM B.R Foerster u coanr. (2014),
n3y4yajach AMArHOCTHYECKas 3HAUYMMOCTb OJHOBPEMEHHOTO
npoBegeHNST MP-cIieKTpocKomy ¢ OIGHKON COmepKaHMS
TAMK B nepBuuHoii MotopHoii Kope u AT-MPT ¢ onpene-
neareM ®A Ha ypoBHe 3aTHEro Oeapa BHYTPEHHEH KallCyIbl.
brino mokazaHo, 4yTo KOMOMHALUS 3THX IBYX HeWpoBHU3ya-
JIM3AIMOHHBIX METOIVK CYIIECTBEHHO MPEBOCXOOUT IO WH-
(hOpMAaTUBHOCTH KaXIbIii METON B OTHEABHOCTH. TaK, eciu
OlIEHKa TONbKO M3MeHeHMi (A o0nagaeT 4yBCTBUTEIbHO-
CTbI0 M creuubuyHocThio 86% u 70% COOTBETCTBEHHO, TO
MpPU MCIMONb30BAaHUM KOMOWHALIMM METONOB 4yBCTBUTENb-
HOCTh M creluduuHoOCTh yBenmuuuBalotes 1o 93% u 85%
cooTBeTcTBeHHO [47]. B mccnenoBaHumM, mpoBeieHHOM A.
Cervo u coasrt. (2015), ucmonb3oBanack Apyras KOMOMHALIUS
HelpoBU3YyaIM3aLMOHHBIX METONOB: cTangaptHas MPT B pe-
xkuMe T2 ¢ OLIEHKON THMITOMHTEHCHBHOCTH MpPELeHTPAbHOI
M3BMIMHBL 1 MP-cieKTpocKomust ¢ ompeneeHreM YPOBHS
NAA. UyBCcTBUTENBHOCTD U CMIELIU(UIHOCTb COCTABUIIN COOT-
BercTBeHHO 78,6% u 82,1% mia KOMOMHALIMKM METOJOB, UTO
CTATUCTUYECKU 3HAYMMO OOJIbIIIe, YeM JUIS KaXI0T0 METO/Ia B
oTaenbHocTH [48].

JanbHeinMM HampaBJieHUEM COBEpPIICHCTBOBAHUS Ha-
THOCTUYECKOI TOYHOCTH BBISBICHUS ITOPAXCHUS BEPXHETO
MoToHelipoHa mpu BAC MoxeT 6bITh KOMOMHALIMS METOJOB
HelipoBusyanuzauuu 1 TMC. Tak, B oqHO¥ 13 paboT, Mpo-
BeneHHBIX C. Pohl u coast. (2001), ObLI10 MOKa3aHO, YTO HC-
nojb3oBaHue kKoMOuHauuum MP-cnektpockonuu u TMC
M03BOJISIET BBISIBUTH U3MEHEHUs B 77% cily4aeB, YTO CTaTU-
CTMYECKM 3HAYMMO OOJIbIIE, YeM I KaXI0ro MeToaa B OT-
nensHOCTH (MP-criextpockomus — 53%, TMC — 63%) [49].
B uccnenoBanuu J. Furtula u coaBr. (2013) moka3aHo yBesu-
YeHUE YYBCTBUTEIBHOCTH BBISIBJIEHUS] TOPAXEHMsI BEPXHETO
MOTOHelipoHa pu nmogo3pennu Ha BAC npu ogHOBpeMeH-
HOM y4YeTe pe3yabTaToB TpoiHo# ctumyasuuu u AT-MPT.
W3zonupoBaHHass TpoitHash CTUMYNSIUSI BISBISIA M3MEHE-
Hus y 54% nanueHToB ¢ opo3peHreM Ha BAC 6e3 mpu3Ha-
KOB ITOpaXeHUS BEPXHETO MOTOHEHpOHA, M30JMpPOBaHHAS
OT-MPT —y 25%, Torna Kak KoMOMHa1Ms MeTOIOB — Y 74%
[50]. Eme Gonee uH(GOpMaTUBHOM MOXeT ObITh KOMOMHALIUS
MOpGhOMETPHH, OLEHUBAOLICH TONIIMHY IMEPBUYHOU MO-
TopHOii Kopbl, 1 TMC apHBIMHU CTUMYJIaMU, OLleHUBAIOIIEi
HapyIIeHUsI BHYTPHUKOPKOBOM TOPMO3HON HEUPOTPAaHCMHUC-
CHM: TaKOM TIOIXOJ BHIABJIACT M3MeHeHus B 88% ciydaes, a
[P y4YeTe TOJIIMHBI BUCOUYHOM KOpbl — B 96% ciy4aes. Oue-
BUIHO, YTO HauOoJee MepCIeKTUBHBIM SIBISIETCS KOMOUHU-
POBaHHBIA aHanu3 [S1].
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CrnemyeT OTMETUTB, UTO BBISIBIICHUE TIPH MTPOBEACHUY HEWPOBU-
3yajiM3aluy OpaXeHUs] BEPXHETO MOTOHEHPOHA Y MAlMEHTOB
C KIIMHUYECKH OTIPEeNeNsieMbIM MUPAMUTHBIM CHHIPOMOM HE
JIaeT HOBOI1 AMarHocTudyeckKoil nH(opmauuu. bonee BakHbBIM
SIBJISIETCS. M3YUYeHME AMArHOCTMYECKOM 3HAYMMOCTH HeWpo-
BU3yaJM3allUU TPU CUHAPOME M30JUPOBAHHOTO MOPAXEHUS
HuxHero MotoHeiipoHa (ITMA), xoraa auddepeHIaNbHbIHI
JMArHO3 MOXET ObITh OCOOEHHO TPYMHBIM. B Takoit cutyamu
YyBCTBUTEJBHOCTh HEMPOBU3YATU3ALMOHHBIX METOAUK CYIIE-
CTBEHHO YMEHBIIIAETCSI, COCTABIsAs, HampuMep, He 6omee 25%
111 AT-MPT [50] 1 oxoino 60% niis MP-cniekrpockommu [35].

Takum 00pa3oM, 10 HACTOSIIETO BpeMeHW ITUArHOCTUYECKUE
BO3MOXHOCTH METONOB HelipoBusyanuzauuu rnpu BAC orpa-
HuueHbl. Haubonee mepcneKTHBHBIM TIPeICTaBISETCS KOM-
OMHALUST HECKOJNbKUX HelpOoBU3YyaIM3allMOHHBIX METONOB, a
TaKxXe MX mpuMeHeHne coBMecTHO ¢ TMC i KOMITIEKCHOM
OLIEHKHU CTPYKTYpHBIX U (DYHKIIMOHATBbHBIX M3MeHeHuil. He-
00XOIMMBI JaJIbHEAIIINE UCCIIeIOBaHMSI I TIOMCKA ONTUMAaJlb-
HOI KOMOMHALMKM METOIOB, 00Jagaloniell BHICOKOM YyBCTBU-
TeJbHOCTBIO U CeUU(pUIHOCThIO B AuarHoctuke BAC.

HeiipoBu3yam3ainuoHHbIe MAPKEPbI
NPOrpeccHpoBaHHs 3a00/1eBaHUS

MOHUTOPUHT U OLIEHKA MPOrpeccupoBaHusl 3a00eBaHus MPU
BAC 1o cux mop ocTaioTcsl cepbe3HOi MpobneMoiil Kak B py-
TUHHOM KJIMHUYECKOM MPaKTUKe, TaK ¥ TMPH MPOBEeAeHUN KITH-
HUYECKNX WCCIEeNOBAHMA HOBBIX METOINOB JICUCHHUS. YBEIH-
YyeHHe B MOCHEAHUE IOkl YacTOThl Mcronb3oBaHus mpu BAC
HEVHBA3UBHOM BEHTWISILIMK JIETKUX O€NAeT 3aTPyAHUTETbHBIM
WCIIOJIb30BAHKE B KAyeCTBE TMEPBUYHOW KOHEYHOM TOYKU Ta-
KOTro Tokasarteisl, Kak BbXKrBaeMocTh [52]. Bo MHorux uccie-
TOBAaHMSIX B KaUeCTBE CYPPOTaTHBIX KOHEYHBIX TOYEK MCIIONb-
3y10TCsl (hOPCUpPOBaHHas XU3HEHHAss eMKOCTh Jierkux ((2KEJT)
n nepecMorpeHHas Illkama Hapymenwii ¢ynkuuii mpu BAC
(ALSFRS-R, ot anrn. — ALS functional rating scale revised),
KOTOpbIE, OMHAKO, HE 00JIanaloT JOCTATOUHON YyBCTBUTEIBHO-
cTbio [53]. [IpeamonaraeTcsi, YTO OTKPHITHE HOBBIX OMIOMApKEPOB
nporpeccupoBaHusi BAC MoXXeT mo3BOJMTh ONTMMU3UPOBATh Ha
paHHEM 3TaIre BhIOOp IpernaparoB AJIs ux 6ojiee TIy0OKOro u3-
yUeHUsI, KaueCTBEHHee OLieHUBATh 3(h(PEeKTUBHOCTD MpenapaToB
1 YMEHBIIUTh ITPOIOJIKUTEIIFHOCTD NCCIeTOBaHMI [54].

Haunbonee m3yuyeHHBIM HeWpOBU3YATM3AIIMOHHBIM MapKepoM
MPOrPeCCUPOBaHMSl  HEWpOJereHepaTUBHOTO IIpoliecca MpH
BAC spnsiercs usmenene A KOPTUKOCTTMHAIBHBIX TPAKTOB,
OIHAKO B MCCIICIOBAHUIX C MPUMEHECHMEM 3TOr0 METoma II0-
JIy4eHbl TIPOTUBOPEUMBbIE PE3YNbTaThl. Tak, B YaCTU MCCIEN0-
BaHMII TIOKA3aHO YMEHBIICHNE NAHHOTO ITOKA3aTessd 110 Mepe
MporpeccpoBaHMs 3a001eBaHHUS TP TIOBTOPHOI OIIEHKE Yepe3
6—8 Mec [55—57], a TakKe BbISAB/IEHBI CTATUCTHYECKU 3HAYMMbIE
KOPPEJSAILNY ¢ KITMHUYECKH OLICHUBAEMBIM TIPOrPECCHPOBAHM-
eM 3aboneBanus [56, 58]. [To maHHBIM APYTHX padoT, MMOKa3a-
Teb A KOPTUKOCTIMHAIBHBIX TPAKTOB OCTACTCS CTAOMIBHBIM
[59-62] u He oTpaxaeT M3MEHEHMI KIMHMYECKOH KapTUHBI
[56, 63]. TTo nanHBIM Y. Zhang 1 coasT. (2011), pacueTHast Mo
HocTb IT-MPT B o1ieHKe mporpeccrpoBaHus 3a001eBaHUS TIPU
BAC coctapnsier 80% mpu YCIOBUM BKITIOYEHUS KAK MUHUMYM
46 mauyeHToB [64]. BoMbLIIMHCTBO MPOIOIBHBIX MCCIEN0BAHMIA
¢ npumeHenueM JIT-MPT Bkiouano meHee 20 malueHTOB, YTO
MOXeT OBITh OMHOM M3 MPUUYMH 3HAYUTETHHBIX Pa3THIUiA TIOITy-
YEHHBIX B HUX Pe3Yy/IbTaTOB.

[TpotuBopeurBbIE MaHHBIE TOIYYEHBI M TPU OLEHKE MH3-
MEHEHHS KOPTUKAIbHOM IUIOTHOCTH ¢ TpHMMeHeHMeM MP-
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MopdoMeTpun B IMHaMUKe. Tak, 1Mo TaHHBIM HEKOTOPHIX pa-
60T, y mauueHToB ¢ BAC HabmtonaeTcs yMeHbIIEHHE TOIIIMHbI
1epeOparTbHOI KOPHI B IMHAMUKE ITPY TIOBTOPHOM IIPOBEICHUH
HccIeaoBaHus yepe3 3—12 Mec, Koppeaupylolee co CKOpo-
CTBIO TIPOTPECCUPOBAHMS 3a00EBAHUS IO JTAHHBIM KIMHUYE-
CcKoii onieHKH [59, 65]. B To Xe BpeMs B YaCTH MCCIIeIOBAHUIA
TOJTyYeHbI HETATUBHBIE PE3YJIBTAaThl; HE BBISIBIEHO M3MEHEHUS
KOPTUKAIBHOM TOJIIMHEI B TMHAMUKE [39] WK CBSI3M MEXIY
€€ YMEHbIIEHUEM M KIMHUYECKUM TIporpeccupoBaHueM [63].
B omHoM 13 HanbosIee KPYITHBIX UCCIeNOBAHMIT TOKA3aHO, YTO
npu MoHuTopuHre pe3yasraTtoB IT-MPT u MP-mopdomeTpun
B TeUeHMEe 9 MeC MOXHO BBIIBUTH CTATHCTHYCCKYM 3HAYMMOEC
yMmeHbleHne A KOPTUKOCIMHAIBHBIX TPAKTOB M YBEIMYCHUE
pamranbHOi 1M PY3NOHHOCTH, B TO BpeMs KaK KOPTUKAJTbHAsI
TOJIIIMHA TIPEIEHTPATbHON M3BWIMHBI B TCUCHHE TOTO Xe Tie-
pyo/ia HabMIOIEHUS OCTaBalach HEM3MEHHOIA [66].

B uccnemoBanusix ¢ npuMeHeHneM MP-cnexTpockonuu mo-
Ka3aHO yMeHblleHue y maiueHToB ¢ BAC mo mepe mporpec-
CUpOBaHUs 3a00yeBaHNUs KOHIEHTpauud NAA B NepBUYHOIM
MOTOPHOI KOpe M YMEHBIIeHHS OTHOIIeHUS NAA K XOJIMHY
(Cho) umu Cr [67—77]. Ilo naHHBIM ABYX paboT, U3MEHEHUS
KOHIIEHTpAIMX JaHHBIX METa00UTOB CTATUCTUYECKM 3HAUMMO
KOpPEINPYeT ¢ KIMHIIECKUM TIPOTPeCCHPOBaHIEM 3a00IeBa-
Hus [68, 72]. MP-crieKTpoCKOMus MO3BOJSIET TAKKE BBISIBIISITH
U3MEHEHHUST ColepXaHUsI HEHpOMeTaboIUTOB MPU MpPUMEHE-
HUM JIEKapCTBEHHBIX TpernaparoB. HampuMep, mokasaHo, 4To
Ha3HauYeHWe pUIy30Ja MPUBOAUT K YBEITUYECHUIO OTHOIICHUS
NAA/Cr B mepBIYHOI MOTOPHOM U JOTIOJTHUTEIBHON MOTOD-
HOI KOpe, KOTOPOe MOXET ObITh BBISBICHO yXe Yepe3 CyTKU
MocJie IepBOro MpUMeHeHus npemnapara [73].

OmHUM M3 HOBBIX TOAXONOB K OIEHKE MPOTrpecCHpOBaHMUS
3aboneBanus npu BAC u npyrux HelipojereHepaTHUBHBIX 3a-
00JIeBaHMSAX MOXET OBITH M3YyYeHME PACIPOCTPAHEHUs IaTo-
JIOTUYECKOTO IIpoIiecca B YCIOBHAX if Vivo B COOTBETCTBUH C
npuoHonoaobHoi (prion-like) Teopmeii. CornacHo maHHOI
TEOpHH, MPOTPECCUPOBAHME MATONOTUYECKOTO Tpolecca Mpu
HeliponereHepaTUBHBIX 3a00JeBaHUSIX MOXET OBITh CBSI3aHO
C TPAHCCUHANTUYECKUM PACHPOCTPAaHEHUEM OENKOB C He-
MIPaBUIIBHON YKJTAMKON OT KJIETKU K KJIETKE B COOTBETCTBHHU C
HellpoaHaTOMUeil M Tomorpacdueil MPOBOASAIINX MYTeH TOJIOB-
Horo moasra [74, 75]. Tak, y mauueHoB ¢ BAC Hanbonee BbI-
paxeHHbIEe CTPYKTYpPHbIE U (HYHKIIMOHATbHbIE U3MEHEHMS, TI0
naHHbM IT-MPT u MPT nokosi, XapakTepHbl Uil PEruo-
HOB MO3ra, MMEIOIIUX IPSIMYI0 CUHAIITUYECKYIO CBS3b C TIep-
BUYHOI MOTOpHOU Kopoii [76]. TIpuoHononoOHbIe cBOMCTBA
AKCIEePUMEHTAIBHO JTOKa3aHBI I TaKux 0e1koB, Kak SODI,
FUS (fused in sarcoma/translocated in liposarcoma protein)
u TDP-43 (TAR DNA binding protein-43) [75]. IMocnenxuit
0eJIoK TpHUBJIEKAeT 0c000e BHUMAHUE, T.K. SIBISIETCS OCHOB-
HBIM KOMTIOHEHTOM YOMKBUTHHCOIEPXALINX BKIIIOYEHWH, BbI-
SBNSIEMBIX Y OoJbIIMHCTBA ManueHToB ¢ bAC [77]. B 2013 &
J. Brettschneider ¥ coaBT. HA OCHOBaHUM M3yYeHMS JOKAIM-
saiun TDP-43-conepxainux BKIIOYEHWA B 76 ayTONMCHIHBIX
cnyyasx BAC mpemnoxunu BbiaensiTh 4 cTaguy IMaTOJOTH-
YeCcKOro mpolecca (OaHHas cXeMa CXOIHA C IIPeAIOKEeHHOI
CTaaMitHOCTBIO Oose3Hu [lapKuHCOHA HA OCHOBAaHMM JIOKAJIM-
3allUH 0.-CUHYKJIEMHOBBIX BKJIoueHui) [78]. [t monTeepkie-
HUS 3TOM MOJIENH B yCIOBUSX in vivo J. Kassubek u coasr. (2015)
MpeIoXuIn ucnoab3oBath IT-MPT ¢ aHanu3oM CTpyKTyp-
HOTO MOBPEXIEHUS MPOBOAALIMX ITyTei, BOBIEKAIOLIUXCH B
MaTOJIOTMYECKUIA TIPOLIECC HA Pa3HbIX CTaAMsX 3a00JieBaHUS
[79]. ABTOpH! oneHMBam MA TIATH «TPaKTOB MHTEpeca», I0-
paxaembix Tpu BAC Ha pa3HBIX CTamMsX: KOPTUKOCIMHAIb-
Horo (ctamusi 1), KOPTUKOPYOPAIbHOTO ¥ KOPTUKOMOCTOBOTO
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(cTamust 2), KOPTUKOCTPUAPHOTO (CTamus 3) ¥ IMPOKCHMATBHOM
nopuuu nepgopanTHoro (ctagusa 4). B ucciemoBaHue ObLIM
BKToueHH! 111 manuenToB ¢ BAC 1 74 310poBBIX JOOPOBOJIH-
1a. Pe3yabraTsl MccnenoBaHus B LieJOM MOATBEPAMIN JTaHHBIE
J. Brettschneider u coaBT., moay4eHHbIE HA AyTONCUITHOM Ma-
tepuane. Tak, Haubonbire pasanyus 3HaueHuit A mexmy
nauueHTaMu ¢ BAC 1 310poBbIMM ObLIM BBISIBIEHBI AJISI KOP-
THUKOCIIMHAJIBHOTO TPAKTa, TOPaXkaeMOTo CaMbIM TIEPBBIM, TOT-
Nia KaK JUISl OCTaJIbHBIX MyTel YpOBEeHb 3HAUMMOCTH Pa3IMIuit
YMEHBIIAJICSA 110 Mepe YBEJIWYeHMS CTaiuu 3a00JIeBaHUS, Ha
KOTOPOM JAaHHBIA IYTh BOBJICKAETCS B IATOJIOTMYECKUM ITPO-
uecc. OmpeneneHHass Ha ocHoBaHuM pe3ynsratoB JT-MPT
cTanus 3aboneBaHus (0T 1 10 4) CTaTUCTUYECKU 3HAYMMO KOp-
peupoBalia ¢ KIMHUYECKOW OLIEHKON TSKeCTH 3a00J1eBaHMS
mo ALSFRS-R u ero mpomomkutenbHOCTbIO. [lalMeHTHl C
Oosee BbICOKO# cTamueii, mo gaHHeIM AT-MPT, umenu Gonee
TPyOBIii HEBPOJOTUUECKUI NeUIIUT M OONBIIYIO MPOIXOIKM-
TeJbHOCTh 00J1e3HU [79].

HeiipoBusyami3anmonHbie mporHocTiyeckue Mapkepbl mpu bAC

Haxe B kmaccmueckux ciydasgx BAC TeueHume 3aboieBaHMSA
XapaKkTepu3yeTCcsl BBIPAXEHHON TIeTepOreHHOCThio. Tak, Mpu
MelMaHe BBDKMBAEMOCTH 34—41 Mec 4eTBepTh IAIIMCHTOB C
BAC xusyr Gosnee 5 e, a npu meauade 10% — 6onee 10 et
[80]. YcTaHOBIEHO HECKONBKO KIMHUYECKUX U JJAOOPATOPHBIX
MIPEANKTOPOB HeOIaronpusiTHoro mporuo3a npu bAC, ongHako
TIPOTHO3MPOBaHKE CKOPOCTHU MPOTPECCHPOBAHMUS 3a00IeBaHNUS
Y KaXXIOTO KOHKPETHOTO MAIMEHTa OCTAeTCsl Cephe3HOM IIpo-
0J1eMoid, 4TO TpeOyeT COBEPIIEHCTBOBAHMS O0BEKTUBHBIX TPO-
THOCTUYECKUX MapkepoB [81].

B HacTostiiee BpeMst IpOBeICHBI JINIITb eAWHUIHBIE MCCIIET0Ba-
HUS, HATIPaBJICHHBIE HA ITOMCK IPOTHOCTUYECKUX HEPOBU3Ya-
JM3aMoHHbIX MapkepoB npu BAC. OnHKUM U3 TaKUX MapKepoB
MoxeT OBITh cooTHomreHre NAA/Cho B MepBHYHOI MOTOp-
HOI1 Kope, onpenensemoe npu MP-cnekTpockonuu. ¥V nauu-
eHToB ¢ cooTHomIeHIeM NAA/Cho B MOTOpHO# Kope 00JbIIe
2,1 TPOTHO3 CTATUCTMYECKM 3HAUYMMO XyXe, YeM y MalneH-
TOB C OTHOILIEHWEM MeHbIe 2,1, ¢ MearaHoi BbDKUBAEMOCTH
19,41 31,9 mec cootBetcTBeHHO [82]. TT03:Ke 3TH JaHHBIE OBIIN
MoATBEpXAeHbI B uccnenoBanuu T. Pyra u coasr. (2010) B Bune
CTATUCTIYECKHU 3HAYMMOM KOPPEISIIMOHHOM CBSI3HM MEXIY CO-
otHomeHreM NAA/Cho B MOTOPHOI1 KOpe UM TSXKECTbIO CHUM-
TITOMOB 3a00JIEBaHUS U €TO TIPOTPECCUPOBAHUEM TIPU AUHAMU-
YyecKoM HabmoneHuu [83].

B 1ByX nccrenoBaHuMsIX MoKa3aHa TaKKe IIPOrHOCTUYECKAsT 3Ha-
yumMocTs IT-MPT. ITo nanHeiM FAgosta u coasr. (2010), 3Ha-
yeHne MA KOPTUKOCIIMHAIBHBIX TPAKTOB SBJISCTCS HE3aBHUCH-
MBIM U CUJIbHBIM MPEIMKTOPOM BBDKMBAEMOCTHU. ¥ MALMEHTOB
co 3HaueHreM DA MeHee 0,56 BBIKMBaeMOCTb TIPU TPeXJIETHEM
HaOJoneHnK cocTaBia 42%, a y MallMEHTOB CO 3HAYCHHUEM
@A 6oiee 0,56 — 90% [84]. ITo nanubiM R.A. Menke 1 coaBT.
(2012), 3raueHne DA Ha ypoBHE 3amHero Oeipa BHYTPEHHEH
Karicyibl MeHee 0,62 sBsieTcsl MPeAMKTOPOM 0osiee ObICTPOTro
TIPOTPECCUPOBAHUS U HEOMArOMPUSATHOTO TPOrHO3a [56].

IIporHoctyeckoe 3HayeHue pu BAC MOryT UMeTh U U3MeHe-
HUS, BHISIBISIEeMbIe TIPU TIpOBefeHUM (PYHKIMOHATbHON MPT
(dMPT) ¢ nBuratenbHOIt MapagurMoii. B HeckombKux paboTax
y mareHToB ¢ BAC mmoka3aHo yBenmyeHne 00beMa aKTHBAIIUT
B HVXHEN JTOOHO# m3BMIMHE (mmosie 6 mo bpomMaHy) KoHTpa-
JIATEPATLHOTO TTOTYIIAPUS M TeMEHHBIX IOJSIX C JBYX CTOPOH
[85], GasanbHBIX TaHIIMAX, CTBOJE MO3ra 1 Mo3xeuke [86], a
TaKxe B ceHcoMOTOpHOM Kope (1, 2 u 4 nons mo bpoaMaHy),
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HIDKHEW TEMEHHOW JOJIbKE W BEPXHEW BUCOYHON W3BUIIMHE
[87] mpu BBIMOMHEHUU TPOCTOTO JABUTATEbHOTO 3afaHus. 1o
naHHbIM A. Poujois u coast. (2013), yBenmmyeHNe akTUBAIAK
KOHTpaJIaTepaJlbHOM TEMEHHOM KOPBI CTATUCTUYECCKU 3HAYUMO
OTPUILIATENILHO KOPPETUPYET CO CKOPOCTHIO MPOrPECCUPOBAHUS
3a00JI€BaHUS TIPY JATbHEHIIIEM TMHAMUYECKOM HAOMIOICHUM
U MOXET pacCMaTpUBaThCsl B KaueCcTBE OJIarompusiTHOrO Mpo-
rHocTryeckoro akropa (p=0,001) [88]. [IpeamonoxeHo, 4To
pacIIMpeHre 30H aKTUBALIMY MTPU BBITOJTHEHUM ABUTAaTEIbHON
3ama4n y manueHToB ¢ BAC HOCHT KOMIIEHCATOPHBII XapaKTep
U, BO3MOXHO, HAIPABIEHO Ha IMOAAEPXAHME IBUIATENbHOI
(yHKIMM B OTBET HA MPOrpeccUpylollee AereHepaTUBHOE MO-
paXxeHHe KOPKOBBIX MOTOHEHPOHOB. DTH JaHHBIE COTIACYIOTCS
C BbIsIBIeHMEM y MauueHToB ¢ BAC runepBo30yaMMocTH MO-
TOPHOM KOPHI M pacHIMpeHNs 30H KOPKOBOTO TPEICTABUTEIb-
cTBa MbllIl npu nposeneHun TMC-kaptupoBanus (89, 90].
JlaHHBIN (DeHOMEH TaKXe MOXET OBITh CBSI3aH C MOpaXXeHUEM
TOPMO3HBIX MHTEPHEHPOHOB, OTpaxas TakuM oOpa3oM pas-
BuTHe runepBo3dynuMoctd [9]. Ero manbpHeiliiee u3ydeHue
MOXET MMeTh OOJbIIOe 3HAUCHUE KaK IS YTOUYHEHHS POJIH
HEUPOTIACTUYECKUX TIPOIIECCOB M TMIEPBO3OYAUMOCTH TPU
HelpoaereHepaTUBHOM TPOLIECCE, TaK U AJISI CO3IAHUST HOBBIX
METOI0B MOIY/ISILIMY BO30YIUMOCTH KOPbI TOJIOBHOTO MO3Ta.

OrpannyeHns 1 nepcrneKTHBbI

B mocnenHme Tompl B HECKOIBKMX 0030PHBIX CTAThSIX aKTHUBHO
00CYXIalOTCsl OTpaHMYECHUS HENPOBM3YaAIU3ALMOHHBIX MC-
cnenoBanmii HetfipoBusyanusamuu mpu BAC. A. Chio u coasrt.
(2014) BBIOEAIOT CNEYIONINE OCHOBHBIE OTPAaHUYEHMS: MaJIble
pa3Mepbl BHIOOPKY OOJTBHBIX B OOJBIIMHCTBE PaboT (MenuaHa
KOJMYECTBA MALMEHTOB COCTAaBJSCT 25 IS MCCICAOBAaHUIA C
npumeHeHueM MPT u 12 14 ucciaenoBaHuii ¢ MpUMeHEHUEM
I19T); HemocTaToUHOE KIMHMYECKOE OMHCAHME, OTPaHUYCH-
HOE B OOJIBIIMHCTBE PabOT TOJIBKO MOJIOM, BO3pacToM, (hopMoit
1 TIPOIOJIKUTETBHOCTHIO 3a00JIEBAHMS; PEIKOE MCIIONb30BAHUE
B Ka4yecTBE TPYIIbl KOHTPOJs mauueHToB ¢ BAC-nogo0HbIMU
CUHIPOMaMM1; MaJioe KOJIMYECTBO MCCIIETOBAaHUN C TIpUMEHe-
HUEM HECKOJbKMX PEXHMOB MM IMPOTOKOJOB HEHpOBU3Ya-
yuzauui [9]. [To muenuio E. Verstraete u B.R. Foerster (2015),
OCHOBHBIMM OTPAaHWYCHUSIMU SIBIISIFOTCS TIPOBEACHME TOJIBKO
TPYIIIOBOTO aHAJIM3a B OOJIBIIMHCTBE PAa0OT M HECOOTBETCTBHE
BKJTIOYAEMbIX B ICCIIEOBAHS TPYIII MAIIMEHTOB UX PEATbHOMY
KIMHU4YeckoMy mpoduaio [24]. B GonblIMHCTBO UCCIenoBa-
HUIi BKJTIOYATUCh TAIIMEHTHI C YCTAHOBIEHHBIM JTOCTOBEPHBIM
JIMaTHO30M Ha CTamuM IeHepaJu30BaHHOTO IIpoliecca U Ipo-
JIOJDXUTEIbHOCTBIO 3a00eBaHus 6onee [—2 jieT. B To xe Bpems
peaspHasl TTOTPeOHOCTh B YTOUHEHUH JMATHO3a, KaK MPaBHIIO,
BO3HMKAeT B cCaMOM JiebroTe 3a00s1eBaHMs (mepBbie 6—12 mec),
KOTIa MMEIOTCSI TOJIBKO JIOKAIbHBIE TIPOSBICHUS WM KITMHHU-
yeckasl KapTuHa HetunuyHa 111 BAC (HampuMep, OTCYTCTBY-
0T MPU3HAKY MOPAXEHUS BEpXHEro MOTOHelpoHa). Hanboree
MEePCIeKTUBHBIM MPEACTABISETCS BKIIOUCHUE MYJIBTUMOIAIb-
HOI HelipOoBU3yaIM3alMy KaK OHOTO M3 IyHKTOB TMATHOCTH -
YeCcKOro 00C/IenoBaHuS MAIMEHTOB ¢ «Iomo3peHrueM Ha BAC»,
B T.U. B CITy4asix, KOT/Ja MocJje 3aBepIIeHUs BCEX AUArHOCTHYE-
CKUX MEPOTIPUATHI WM TOCIe TMHAMIIECKOTO HAOIIONCHIS
MOXET OBbITb YCTaHOBJICH aJBTCPHATUBHBINA OMarHo3. ToJbKO
B TAKOM CJTydae BO3MOXHA TOYHAs OLIEHKA AMArHOCTUYECKMX
BO3MOXHOCTEH HEMpPOBU3YAIU3ALMOHHBIX METOIOB C OIpEIe-
JIEHMEM MX YYBCTBUTELHOCTH 1 CIIEIIN(PUIHOCTH.

Jlo HacTOsIIIEr0 BPEMEHM BO3MOXKHOCTH HEKOTOPBIX METOMMK
HelipoBusyammzaiy npu BAC u3ydeHbl HeIOCTaATOYHO, OTHAKO
B TIpeJIBAPUTEIIbHBIX UCCIENOBAHUSIX C UX TPUMEHEHUEM MOy~
YeHbl OOHaIeXMBaloIIne pe3ynsTarhl. Cpeny MofoOHBIX METO-
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MK MOXHO BblIeuTh MPT ¢ mepeHOCOM HaMarHUYEHHOCTH,
CIIOCOOHYIO BBISIBIISITh CTPYKTYPHBIE M3MEHEHMS B OeJIOM Belle-
CTBE, KOLIa IpUMEHEHHE OPYTUX PEXUMOB SIBISETCS MaJOMH-
(opmatuBHBIM. [ToKa3aHO, YTO ¢ MOMOIIBIO JAHHON METOAMKU
TUMEPUHTEHCUBHOCT KOPTUKOCIIMHATIBHBIX TPAKTOB B PEXMME
T1 SE MTC moxer ObITh BoisiBieHa y 80% naumenTos ¢ BAC co
cneubuIHOCThIO, 6u3Koi K 100% [27]. Bonbliuve mepcrnekTu-
BBI MOTYT OBITh CBSI3aHBI TAKXKE C PACIIMPEHUEM BO3MOXHOCTEH
BU3YyaJIM3allMy CIIMHHOTO MO3Ta MPH UCIOJIb30BaHUU BBICOKO-
TOJIbHBIX TOMOrPa(OB 1 OBICTPHIX MMITYJIbCHBIX [TOCIEI0BATEb-
HOCTEl, MalbHEWIIUM H3Y4yeHHeM IUCHYHKLUU TOPMO3HOM
HelipoTpaHcMuccHy (¢ TpuMeHeHrneM M P-crieKTpockony nimm
[19T ¢ "C-daymaseHwIoM) U U3MeHEeHHI QYHKIIMOHNPOBAHUS
HeMpOHATbHBIX CeTel U KOHHEKTUBHOCTH [9, 13, 24].

Cpemy BaXHBIX M IEPCIIEKTUBHBIX HATIPABJICHUIA UCCIIENOBAHUI
MOXHO OTMETHUTh TOMCK CITeIU(pIICCKUX HeHPOBU3YaTN3alIll-
OHHBIX MapKepoB OTIENbHBIX TeHeTUYeCKHUX BapuaHTOB BAC
1 TIPOBEJEHNE KIMHUKO-TeHETUKO-HENPOBU3YaTM3aIMIOHHBIX
comocraBieHuid. Tak, Mpy OJHOM M3 T€HETUYECKUX BapUAHTOB
BAC, ob6ycnosinenHom mytauueit D90A B rene SODI, He BbI-
SIBIEHO 3HAYMTENbHOIO CHIDKEHMS CBSI3bIBAHUS pagnodapM-
npenapata nipu nposeneHun [1OT ¢ "C-¢nymaseHMIOM, 4TO
TIPETIIoJIaraeT OTHOCUTENbHYI0 MHTAKTHOCTh TOPMO3HBIX WH-
TepHeiipoHoB B Heokoptekce [91]. Ipeamonaraercs, yrto 310
MOXET ObITh KJTIOYeBOW MPUYMHOM OoJiee 100pOKaYeCTBEHHOTO
TeueHus 3a60eBaHKsI (€r0 MPOIOKUTENBLHOCTh MPY HATMYUM
NIaHHOM MyTallMH, Kak TpaBuio, mpesbimaer 10 net). Hpyroi
npuMep — ciydan bAC, cBS3aHHbBIE ¢ 9KCIIAHCHEH TeKCAHYKIIE-

OTHIHBIX TIOBTOPOB B reHe CIORF72, TIpy KOTOPHIX YacTo OT-
MEYalTCs KOTHUTUBHBIE HapyIIeHNsI. MopQoaorimyeckKuM cyo-
CTPaTOM WX Pa3BUTHSI MOXET OBITH O0JIee BRIpaXKeHHAsI aTPOIIS
SKCTPAMOTOPHBIX YYaCTKOB HEOKOPTEKCa, BKIIOYasi JIOOHBIC
Jonu, 6osee BbIpaXeHHasl Y HOCUTENeH 3Toil MyTallMu, YyeM y
JPYTUX MALUEeHTOB [92].

WHTepecHbIM HanpaBieHUEM TPUMEHEHMST HeMPOBU3YaTN3aIiT
SIBJISIETCS] TOMCK HauboJiee paHHUX MapKepoB MOpaKeHMsl HEPB-
HOM CUCTEMBI Y 0€CCUMITTOMHBIX HOCUTEJIEH Kay3aTUBHBIX MyTa-
1A, YTO MOKET CHITPATh OOJIBIIYIO POJIb B U3YYEHUHU MATODU3HO-
Jioruu 3a00J1eBaHUS U pa3pabOTKe MOAXOAO0B K MPEBEHTUBHOMN
tepanuu. [Toka3aHo, 4To y GECCUMITOMHBIX HOCUTENIEH MyTa-
1wii SOD 1 MOKHO BBISIBUTB CHIDKeHIE DA KOPTHKOCTTMHATBHBIX
TpakToB [93] 1 ymMeHbIIeHNe comepkaHus NAA B CITMHHOM MO3-
re [94], a y 6eccumnToMHbIX HocuTesed myrtauuun CYORF72 —
YMEHBIIICHHE TOMIIMHBI KOPHl B BUCOYHOM, TeMEHHOM M 3aThI-
JIOYHOI 10JIAIX, a TAKXE YMEHbIIIEHHE 00beMa JIEBOIO XBOCTATOIO
sapa 1 ckopiymbl [95]. MHTepecHO OTMETUTD, UTO B MOCAEAHEM
ciiyyae He ObLIO BBISIBICHO U3MEHEHUI MOTOPHOI KOpPbI U KO-
THKOCITHAJIBHBIX TPAKTOB, B CBSI3H C YeM 0OHAPYKEHHBIE N3Me-
HEeHUs cKopee oTpaxator Baussaue CIORF72 Ha MHIVUBUIYATh-
HOE pa3BUTHE TOJOBHOTO MO3ra B OHTOTEHE3E, YeM €ro pojb B
HeliponereHepaTBHOM mpotiecce [95]. besycnoBHo, HeoOxomm-
MBI MTPOCTIEKTUBHBIC MCCIENOBaHMS, HAIlpaBJIeHHbIE Ha MOMCK
PaHHMX HEHPOBU3YATN3aLIMOHHBIX IIPEINKTOPOB Pa3BUTHS HEli-
POJIETEHEPATUBHOTO TIPOIIECCa, COMOCTABIISIONINE OCOOCHHOCTH
HepoBU3yaTu3aLMOHHBIX U3BMEHEHUI CO CPOKAMU Pa3BUTHSI U
OyayM (eHOTUIIOM 3a00/IeBaHMS.

Tabmnma 2. Bo3MoKHOCTH HCTIOTb30BAHUS METOI0B HEfiPOBU3YATM3ALNH B THATHOCTHKE, MOHUTOPHPOBAHUM H IPOTHO3MPoBaHNH Tedenus BAC

JunarHocTuka
MeToauka Mporxos MoHuTOpUHT
4YyBCTBUTEJIbHOCTb cneumpu4HOCTb

MPT (T2, FLAIR) <40% <70% - -
MP-mopdometpus 25% He M3y4eHOo - e
OT-MPT 68% 3% + +
MP-cnekTpockonusi 71-86% 37-75% A 4
MPT ¢ nepeHOCOM HaMarHU4EHHOCTM 80% 100% He U3y4eHo He U3y4eHo
®yHkumoHansHas MPT He U3y4eHO He U3y4eHO + He U3y4eHO
nar 89-95% >80% + HE M3Y4YeHO
0dAKT 29-45% He U3y4eHo = He U3y4eHO

lMpuMeyaHms: «+» — BO3MOXHOCTb NPUMEHEHWS NOKa3aHa B 60/bLLIOM KONMYECTBE MCCNEA0BaHMIA; «» — BO3MOXHOCTb NPUMEHeHNs NokasaHa B €AUHUYHbIX pa60Tax WK NoNyyeHbl NPOTUBOPEUMBLIE PE3YNb-

TaTbl; «—» — N0Ka3aHa HeMHGOPMATUBHOCTb MPUMEHEHMS.

FLAIR - fluid-attenuated inversion recovery; [AT-MPT — aucddyaunonHo-TeH3opHast MPT; M3T — no3uTpoHHo-amuccvoHHas Tomorpadus, OGIKT — 0aHOPOTOHHAS SMUCCUOHHAS KOMMbIOTEPHAs TOMOrpadus.

Table 2. The possibility of using methods of neuroimaging in the diagnosis, monitoring and prognosis of ALS duration

Diagnosis

Method/mode

Sensitivity

MRI, T2 and FLAIR <40%
MR-morphometry 25%
DT-MRI 68%
MR spectroscopy 71-86%
MRI with magnetization transfer 80%
Functional MRI Unstudied
PET 89-95%
SPECT 29-45%

Specificity Prognosis Monitoring
<70% -
Unstudied = i
73% + +
37-75% A 1
100% Unstudied Unstudied
Unstudied + Unstudied
>80% + Unstudied
Unstudied - Unstudied

Notes: «+» - the possibility of using is shown in a large number of studies; “+” - the possibility of using is shown in single works or contradictory results are obtained; “-” - shows the non-informative application.
FLAIR — fluid-attenuated inversion recovery; DT-MRI - diffusion tensor MRI; PET - positron emission tomography; SPECT - single-photon emission computed tomography.
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3akmouenue

AKTUBHOE pa3BUTHE METOAOB HEHpOBU3YalIU3allMU B TOCTEN-
HUE TOJIBI TO3BOJIMIIO 3HAYUTENIBHO PACIIUPHUTD ITPEACTABICHIS
o naropusnonornn BAC, a Takke BIIOTHYIO TTOJOMTH K CO3-
JTaHUIO0 TWATHOCTUYECKUX M IPOTHOCTUYECKUX OMOMapKepoB
3a00J1eBaHUS U HOBBIX 00bEKTHBHBIX METOIOB MOHUTOPUPOBA-
HUS ero TeuyeHus (Taoi. 2).

B 10 Xe Bpems, HecMOTpsl Ha 3HAUUTEIbHOE KOJMYECTBO
TIPOBEIEHHBIX UCCIIEN0BAHUIA, O HACTOSIIETO BPEMEHU HE
pa3paboTaH ONTUMAJIbHBIA ANITOPUTM MPUMEHEHHUS Heipo-
BU3YaJIM3aLIMOHHBIX METOI0B y mauueHToB ¢ BAC, u B py-
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TUHHOW KJIMHUYECKO MPAKTUKE OHU UCIIOJIb3YIOTCS TOIBKO
JUTS UCKJTIOYEHMS APYTUX 3a0oseBaHuil. anbHedmuii mpo-
rpecc B 3TOM 00JIaCTH MOXET OBITh CBS3aH C YTOUHEHUEM
JUAarHOCTUYECKUX U TPOTHOCTUYECKUX BO3MOXHOCTEH yXe
UCIOJIb3YEMBIX U HOBBIX MEPCHEKTUBHBIX METOAOB HEUPO-
BU3YalU3alMy Ha PaHHMUX CTafusAX 3a00J€BaHUS, MU3yye-
HUEM HeWpOBU3YaIU3allMOHHBIX OMOMAapKepoOB OTHEIbHBIX
reHeTnyeckux BapuaHToB BAC u TpoBeneHNEM KIMHUKO-
HEHPOBU3YAJIMALIMOHHBIX COIOCTABIEHUN, NPUMEHEHUEM
MYJIBTUMOAAIbHOM CTPYKTYPHON M (DYHKIMOHAIBLHOU HeEM-
POBU3YaNIU3ALUU.
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IIpenaparbl Ha OCHOBE
MOHOKJIOHAJIbHBIX aHTUTEI:
HacCTos1Iee U OyayLIee B JICUCHUN
pacCcessHHOIO CKJIepo3a

(mo matepuanam 32-ro Konrpecca EBponeiickoro
KOMMUTETA 10 JICUEHU IO U UCCJIETOBAHMIO
paccessHHoro ckiepo3a — ECTRIMS)

M.B. Borunuesa, A.M. Ilerpos, .]I. Ctoaspos
OI'bYH Hucmumym mosea uenosexa um. H.II. bexmepesoii PAH, Canxm-IlemepGype, Poccus

Co3zdanue HOBbIX BbICOKOIPPEKMUBHbIX NPERAPAMOs ¢ nPUEMAEMbIM NPoQuem Oe30nACHOCIL, HANPABAEHHBIX HA Mepanuio paccestnoeo ckaeposa (PC), — odna
u3 Hauboaee 8ajCcHbLX npobaem cospeMerHoll Hegpoaoeuu. AkmusHo npodoncatoujuecs uccaedosarus namoeeresa PC u kaunuueckue ucnvimanus Hobix Memooos
JNleHeHUs N0360AUAY 8 NOCAEOHUE 200bi Pe2yAAMOPHbLM 0PAHAM MHOUX CIPAH 0000PUMb NPUMEHEHUE NPenapamos, CO30aHHbIX HA 0CHO8e MOHOKAOHANbHbIX AHMU-
mea. Ilpenapamam namanuzymad, asemmysymad, 0aKauzymad, okpeausymad, pumykcumad, onuyurymad, opamymymad 010 yoeieHo 3HaUUMeNbHOe GHUMAHUE
Ha 32-m Konepecce Egponeiickoeo komumema no Ae4eHuro U uccae0o8aHu0 paccesHHozo ckaeposa. B nacmoswei nyoauxayuy npedcmagaer 0030p 0CHOBHbIX
pe3yabmamos pabomsl koepecca. Ommeuaemes, 4mo Haubosee 6aJNCHOU Ueablo RPUMeHeHUSs cospeMeHHbIX npenapamos, uzmensiouux mevenue PC (ITUTPC),
A6asemcs 3amedienue pazeumus uneaaudusayuy npu PC ¢ nepcnekmugoli noaHoli ocmanosku npoepeccuposanus npouecca. Tuamenbtoeo ananuza mpebyiom
doseospementvie sgpexmot IIMTPC u aseopummor nepexarovenus kak c nepeoti auruy mepanuy PC na emopyro, mak u nocaedyroujeeo nepexaro4erus Ha opyeue
CXeMbl.

Kmouesbie ciioBa: paCC@ﬂHHblI:l CK/A€ep03, MOHOK/I0HA/bHblEe aHmumena, KAuHu4ecKue Uccne008aHus.

Jlna murupoBanus: Botunuesa M.B., ITetpoB A.M., Cronapos W.JI. [Tpenapatbl Ha 0CHOBE MOHOKJIOHAIbHBIX aHTUTEJ: HACTOSIILIEE U
OymyIiee B JIEUEHUM paccesTHHOTO ckiepo3a (mo matepuanam 32-ro Konrpecca EBpomeiickoro KoMuTeTa Mo JIeYSHUIO U UCCIeI0Ba-
Hu1o paccessHHoro ckiaepo3a — ECTRIMS). AHHaIbI KTMHIMYECKO U 3KCIepuMeHTanbHoi HeBposoruu. 2017; 11(2): 88—93.

DOI: 10.18454/ACEN.2017.2.12

Monoclonal antibodies: present and future
in the treatment of multiple sclerosis

(Based on the Proceedings of the 32nd Congress of the European Committee for
Treatment and Research in Multiple Sclerosis — ECTRIMS)

Marina V. Votintseva, Andrey M. Petrov, Igor' D. Stolyarov
N.P. Bekhtereva Human Brain Institute of the Russian Academy of Sciences, St. Petersburg, Russia

The development of new highly effective medications with acceptable safety profile targeted at the treatment of multiple sclerosis (MS) is one of the most
important problems of modern neurology. In recent years, MS pathogenesis studies and clinical trials of new treatments enabled regulatory authorities of many
countries to approve the use of monoclonal antibody pharmaceuticals. At the 32" Congress of the European Committee for Treatment and Research in Multiple
Sclerosis (ECTRIMS), special consideration was given to natalizumab, alemtuzumab, daclizumab, ocrelizumab, rituximab, opicinumab, and ofatumumab.
This publication provides an overview of the main results of the Congress. It was noted that decrease of disability rate in MS patients with a view to completely
Stopping disease progression is the most important objective of the use of the modern medications modifying MS course (MMMSC). Careful analysis is required
10 assess the long-term effects of the MMMSC and switching algorithms from the first line of MS therapy to the second one, as well as subsequent switching to
the other regimens.

Keywords: multiple sclerosis, monoclonal antibodies, clinical studies.
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Mpenaparbl MOHOKNOHABHbIX QHTUTEN B JIEYEHINM PACCESHHONO CKNEN03a

For citation: Votintseva M. V., Petrov A.M., Stolyarov I.D. [Monoclonal Antibodies: Present and Future in the Treatment of Multiple
Sclerosis (Based on the Proceedings of the 32nd Congress of the European Committee for Treatment and Research in Multiple
Sclerosis — ECTRIMS)]. Annals of Clinical and Experimental Neurology. 2017; 11(2): 88—93. (In Russ.)

DOI: 10.18454/ACEN.2017.2.12

14 mo 17 cenrsadpsa 2016 . B Jlonmone (Bemuko-

OputaHus) npouen 32-it KoHrpece EBponeiickoro

KOMHTETA TI0 JICYCHUIO W MCCIIEIOBAHMIO PacCesTH-

Horo cknepo3a (ECTRIMS). IIpencrapiaeHHbIe Ha

KOHTpecce COOOIIEHNUS OXBAaTUIM IIMPOKUI CTIEKTP
MPo0JIEM BMUIEMUOIOTUH, TTATOMOP(ONOTUH, TeHETUKHU, M-
MYHOJIOTUY, HePOBU3yaIM3allii, HOBBIX METOIOB IMaTHOCTH -
KM ¥ JIe9eHHs paccessHHoro ckieposa (PC).

AKTHBHO TTPOJIOJTXAIOIIMECS WccenoBaHus mnartorene3a PC u
KJIMHWYECKUE UCTIBITAHYSI HOBBIX METOJIOB JIEUeHUsI (0COOEHHO
npenaparos, uaMeHsolux teueHre PC, — IIMTPC) mo3pou-
JIX B TIOCJIETHUE TOABI PETYIATOPHBIM OPraHaM MHOTHUX CTpPaH,
B T.U. P®, 0100puTh MpUMEHEHNE JIEKapCTBEHHBIX CPEICTB Ha
OCHOBE MOHOKJIOHAJTBHBIX aHTHUTEN. DTHM TIpenaparaM ObLIO
yIEeNeHO 3HAYUTETbHOE BHUMAHUE B BBICTYIICHUSIX YYaCTHHU-
KOB KoHrpecca [1, 2].

Harami3ymad — mpemapar 13 TPYIITEI MOHOKJIOHATBHEIX aHTH-
TeJ1, MoKa3aBIuuii 3¢ dekTuBHOCTL ipu PC B paHmoMu3upoBaH-
HBIX KOHTPOJIMPYEMBIX MCCICIOBAHISX V TAIIMEHTOB C PEMHUT-
tupytonmM PC (PPC) nipu cpaBHeHNH ¢ ITperapaTaMy epBoit
JuHu. [TpenapaT akTHBHO UCTIOJIb3YETCS B IIMPOKON KIMHUYE-
ckoii mpaktuke B CIIIA, EBponeiickom Corose (EC), Poccuu.

Hatanuszymab sBisieTcss TyMaHHU3MPOBAHHBIM MOHOKJIOHANb-
HBIM aHTHUTEJIOM K MOJIeKye o4-mHTerpuHa. IIpemapar pesko
CHIXXaeT aKTUBHOCTb aJire3uu KJIEeTOK, OJJOKUPYSI COOTBETCTBY-
IOIIYI0 MOJICKYJIy aare3ud Ha MMMYHOIINTE M CHIDKas CIIO-
COOHOCTb KJIETOK TMPOHUMKATh Yepe3 reMaTosHIlehaTndecKuii
Oapbep (I'Db), uTo MPUBOAUT K MOAABIEHUIO TPAHCMUTPALIMK
MMMYHHBIX KJIeTOK Yepe3 ['Ob B TKaHb MO3ra, CHUKEHMIO aK-
TUBHOCTU BOCMAJICHUSI B MO3Te, MOIYJISALUU aKTUBHOCTU UM-
MYHHBIX KJIETOK. [3]

Hccnenosanus 111 (as3bl mpoaeMOHCTPUPOBAIN BHICOKYIO 3(-
(bekTUBHOCTD JTeueHus HaTanu3ymaobom nauueHToB ¢ PPC (uc-
cnenoBanue SENTINEL). Yacrora obocTpeHuit mocie 0fHOTO
rojia JiedeHusl CHUXanach Ha 68% 1o cpaBHEHUIO ¢ 1Uiaiebo, a
PMCK TIPOTPECCUPOBAHUS 3a00JIeBaHMs CHIDKaJICS Ha 42% B Te-
YyeHue ABYX J1eT. KommuecTBo HOBBIX 0YaroB, BU3yaIH3HPYeMBbIX
Ha T2-B3BelreHHbBIX n300paxennsx MPT, cHimkanoch Ha 83%,
a HOBBIX 0YATOB, HAKAIUIMBAIOIIMX TafoJuHui, — Ha 92% 3a
2 rojia jeyeHus [4, 5].

OgHUM U3 cepbe3HBIX MOOOYHBIX 3(PQPEKTOB JeYeHUsT HaTa-
JIM3yMaOOM SIBIISIETCS TIPOTPECcCUpYIomIas MYJIbTH(OKaTbHAS
neiikosHuedanonarus (IIMJI). K ocHoBHBIM (hakTOpaM prcka
pazsutist [IMJI oTHOCATCS: TPUMEHEHNE MMMYHOCYTIPECCHB-
HOU TepanuM B aHaMmHe3e, Hanmuuue JCV-aHTUTEN, IUTUTEITh-
HOCTb T€paluu HaTaau3ymadoM Oojee AByX JeT (> 24 uHpy-
3Wit Tipemapata). s ONTUMM3AIK TIPOTPaMMBI YIIPaBICHIS
pUCKaMM 3HAYMTENTbHOE BHMMAaHHE Ha KOHIPECCEe YIENsIOCh
M3Y4EHMIO 3TOTO OCJIOXHEHMSI TEPaITiu.

L. Prosperini ¢ coaBt. (UTanusi) B cBoeM MCCIEIOBaHUM pe-
IIMIX OLEHUTD TTOTeHINATbHBIE IPEAUKTOPHl PAHHETO Hava-
na [IMJI (tak HasbiBaeMast [IMJI, duaenocmuposannas pansuie
24 ungpysuii namaauzymada). ccnenoatean o0beAUHUIN JIK-
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TepaTypHBIC JaHHBIE O TTAIIEHTaX, Y KOTOPHIX pa3Buiaachk [IMJI,
BbI3BaHHAs BBEICHUEM HaTalu3ymaba, ¢ naHHbIMU LieHTpa PC
MOHTHKBSIpH — OIIOPHOM IUTOMIanKy B MTamuu i n3ydeHust
ITIMJI, cBsa3aHHoI1 ¢ HaTanu3ymMaboM. Pazmuuus B nemorpadu-
YECKMX M KTMHUIECKUX OCOOEHHOCTSIX 3aTeM ObLIM MCCIIeN0Ba-
HBI B COOTBETCTBMM CO CpOKAMM ITOCTaHOBKMU AuarHo3a [TMJI
(mo wu noce 24-it uHby3UN).

ABTOpPBI MCCIENOBAaHUS OOHAPYXKUIM OOPaTHYIO KOPPEISLUIO
MEXITy BO3pacTOM B MOMEHT Hayasia JIeUeHHs HaTaarm3yMaboM
U KOJMYECTBOM MH(Y3MII Ha MOMEHT MOCTaHOBKM AMArHo3a
ITMJI ¥ mpennonoXunu, 4To «<AMMYHOJIOTUYECKOE CTapeHMe»
MOXeT BJIUATH Ha pucK pa3Butust [IMJI He Toabko Ipu npueme
TIepPOPaIbHBIX TIPENapaToB, HO ¥ Y OONBHBIX, TIOMYYAIOIINX Ha-
Tammu3yma0. [1oaTomMy, o MHEHHIO UCCIeI0BATENCi, COBpEMEH-
HbI€ peKOMEHAALUY U1 MUHAMU3alMK pucka pa3sutus [IMJI
y JCV-nonoXuTeNbHBIX MAMeHTOB JTOIKHEI OBITH MEepecMo-
TPEHBI VIS BKIIOUEHUS B HUX 0osee yactoro MPT-koHTposs
yxe rocie 12-# uHby3uun U1 CTapIiuX BO3PacToB TP Jieve-
HUU HATaIU3yMadOoOM.

B moxmage L. Ramio-Torrenta ¢ coast. (Mcmanust) ObUTH OIH-
caHbl ABa KMuHu4Yeckux caydas [TMJI, amarHocTMpoBaHHBIX U
TIPOJICYCHHBIX B WX KIIMHKKE. JIedeHne MalieHToB MUI0(oBH-
POM ¥ MapaBUPOKOM JaJI0 XOPOLIHii pe3yJIbTaT, HO aBTOPHI MOJI-
YepKHYIHU, YTO JTAHHBIX IS pa3pabOTKH HATYIIIETO JIedeOHO-
ro KoMIutekca a1 nanueHTon ¢ [IMJI rmoka HemocTaToyHoO.

W. Lusher ¢ coaBt. (BenmkoOpuraHusi) B CBOEM MCCIEIOBA-
HUM OMPEJEIISUIN, KOTAa MOSIBISETCS] CEPOKOHBEPCHS K BU-
pycy JCV (no uau mocie Hayana Tepanuu HaTaau3ymaboM)
U BJUSIET I HAJMYUE B CHIBOPOTKE KPOBU BBICOKUX TUTPOB
aHTu-JCV anrtuten y 6onbHbix PC Ha pelieHue HayaTh WU
MIPOIOJKUTH Tepanuio HaTanuzymabom. bbin mpoBeseH aHa-
JI3 pe3yibratoB TecToB Ha JCV-aHTHTENa U TOCeAyolei
Tepanuu naiueHToB ¢ PC, mpoxonuBinmx seyeHue B Manve-
CTEpCKOM IIeHTpe HelipoHayk (BenukoOputanus). Mccneno-
BaHUE MOKA3aJI0, YTO OOJNBITMHCTBO MAMEHTOB MPOAOJIKUIN
Tepanuio HaTaau3yMaboM, HECMOTPS Ha CEPOKOHBEPCHUIO WU
BbICOKMIA TUTP aHTUTEN K JCV; OBLI CAeIaH BBIBOJ, UTO MOJIb3a
OT JIeYeHUsI HaTATN3yMaboM TEPEeBEIINBACT MOTEHIIMATbHBIN
puck pa3sutusg [IMJI — 310 cOOTBETCTBYET MOAXOAaM K JAaH-
Ho nipo6seme B psine ctpaH EC.

[MpaBWIBHBII ITaH BeOCHUS ITAIIIEHTOB, HAXOMAIINXCS Ha Te-
pamy HaTaaM3yMaOoM, MO3BOJIICT MUHUMHU3UPOBATh PUCKH,
CBSI3aHHBIE C Pa3BUTHUEM HEXeNaTeNbHbIX SIBIEHUM, U BKIIO-
9aeT He TOJNBKO HEBPOJIOTUYESCKUI OCMOTD Tepel KaXIon MH-
(y3uelt, HO U TIPOBeAEHNE KIMHUYECKOTO U OMOXUMUYECKOTO
MCCIIeNOBaHMI KpoBY He pexe 1 pa3a B 3 Mecslla, eXXeroTHbIHA
aHanu3 Ha aHtuTena K BUY, mapkepsl remaTtuta, uccienona-
HUE Ha aHTUTeNla K HaTanu3yMaby (uepe3 mojarofa mocjie Ha-
qaJia Tepanuu Ipy ee HedHEeKTUBHOCTI WK TIPY YBEIMIECHUH
Pa3BUTUST peaKUUil THUIePYyBCTBUTEIBHOCTH), BBIOJTHEHNE
MPT romnoBHOro Mo3ra (B T.4. eXXeKBapTaJbHOE 00CIIeIOBaHIE
MALKMEHTOB MOCJe 2 JIeT Tepanuu), UCCIeNOBaHNE ChIBOPOTKU
KpoBH Ha aHTHTe1a K JCV (Y cCepOHETaTUBHBIX TAIIEHTOB KaX-
JIble TI0JITO/a), MPOBENCHUEe UMMYHOJIOTUYECKOTO 00CIen0Ba-
HUs IMKBOPa NpH 1mogo3peHuu Ha TTMJI [6].
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Anemty3ymab — TipencTaBisieT co00ii TeHHO-MHXEHEPHBIE TY-
MaHU3UPOBAaHHbIE MOHOKJIOHaNbHbIE aHTUTeNda Kiacca IgGl
Karmma, CrenuhrIecky CBI3BIBAIONINECS C TJIMKOTPOTENHOM
CD52, skcnpeccHpyloIuMcsl Ha TOBEPXHOCTH 3peJIbIX JIMM-
(ouutoB 1 MmoHoumTOB. [Ipenapat 3apeructpupoBan B CIIIA,
EC, Poccuu. OCHOBHBIM MEXaHM3MOM JAEUCTBUS SIBJISIETCS
nerienust TMM@OLMTOB B Tiepudepruyeckoil KpoBu. B maib-
HEWIeM MPOUCXOMUT 00pa3oBaHNE HOBOU TOMYJSIIAU JUM-
(hounToB U3 KIETOK-TPEIIIECTBEHHUKOB B KOCTHOM MO3TE.
PexoHcTUTYIIMST NMMYHHO# CUCTEMBI TTPUBOIUT K CHUKEHUIO
aytoarpeccuu rpu PC.

AneMTy3yMa0b BBHI3BIBAET JIM3UC JMMGOLUTOB 3a CYET B3a-
uMmopeiicteust ¢ aHtureHom CDS52, koTopblii He MoOABEp-
KeH MOIY/SIIMU M IKCIIPECCHpYeTcss Ha TMOBEPXHOCTU BCEX
B- u T-numdouuros, a Takxe MOHOLIMTOB, TUMOLIMTOB, Ma-
Kpodaros. JIn3uc TMMQOIMTOB, OITOCPEIOBAHHBIN aHTUTEA-
MU, 00yCIOBJIEH (PUKCalLMeil KOMITIEMEHTAa ¥ aHTUTENI0-3aBHU -
CHMBIM KJICTOYHBIM ITMTOTOKCHYECKMM 3(deKkToM. JaHHbBIHA
AHTUTEH OOHAPYXEeH Ha ITOBEPXHOCTH HE3HAYMTEIbHON YaCcTH
(MeHee 5%) TPaHYJIOLMTOB M OTCYTCTBYeT Ha SPUTPOLNTAX M
TpomboiuTax [3].

B nByXx OCHOBHBIX paHAOMM3UPOBAHHBIX KIMHUYECKUX UCCIE-
noBanusx 11 paser — CARE-MS [ u CARE-MS II — anemry-
3ymMab cpaBHUBAJICS C BHICOKONO3HBIM UHTepdepoHoM (MDH)
Oeta-1a 44 MKT [T TIOOKOXHOTO BBeneHUs. B mccnenoBaHum
CARE-MS I npuHumanu yyactue 60bHbIE, KOTOPbIE paHee He
nonyyanu jedeHust; B ucciaenopanuu CARE-MS 11 ygactso-
BaJIM TMAalMEHThbl, ¥ KOTOPHIX 3a00j€BaHKE DPELUAMBUPOBAIO
MOCJIE TIPEABIAYILE TePAH.

Anemty3yMab moka3zaj 6osee BbIpakeHHbI 3P deKT mo cpas-
HEHUIO C BBICOKOMO3HBIM MHTEep(pepoHoM Oera-la 44 MKT —
CHIXEHUE CPEITHETOI0BOI 4acTOThl obocTpeHuii Ha 54,9% un
49,4% B OBYX UCCIEAOBAHUSIX. 3aMeIICHUE TIOATBEPXKIEHHOIO
MIPOrPeCCUPOBAaHUS MHBATUAN3ALMU OTMEYEHO Y MALMEHTOB C
HeonTtUManbHbIM 0TBeTOM Ha [TUTPC nepBoii MHUM (CHUXe-
Hue Ha 42% 1o cpaBHEHUIO ¢ MHTepdhepoHoM OeTa-1a 44 MKT),
HO He JOCTUTJIO IOCTOBEPHOTO OTJIMYMSI OT MAIIMEHTOB C MeHee
aktuBHbBIM PC, He momnyyaBmmx I[TUTPC panee. B o6oux uc-
CJIEIOBAHUSIX JOCTOBEPHO CHMXAJIOCh KOJNMYECTBO aKTUBHBIX
1 HOBBIX ouaroB Ha MPT. Knunuueckuit acdekr mocie aByx
KypcoB ajeMTy3ymaba HaOnonancs oueHb N0Jro: odcienona-
HUe MalMEHTOB Yepe3 5 JIeT MOKa3aao, YTO BEPOSTHOCTb pa3-
BUTHUSI 00OCTpEHUIA Y MALIMEHTOB, MOJTYYaBLIMX aleMTy3yMa0,
HuKe Ha 69%, yeM y monydaBIux MHTepdepoH beTa-1a.

Cpenu HexenaTeIbHbIX TOO0YHBIX 3((HEKTOB B IIEPBYIO OUEPEb
OTMEYAETCS MOBbILIEHKE PUCKA PA3BUTHSI AyTOMMMYHHBIX 3800-
JIEBaHMI IUTOBUIHOIA KeJie3bl (18—25% OT Bcex MpoeYeHHBIX
TMAIMEHTORB), HECKOJILKO CITy4aeB MAMOTIATUYECKOM TPOMOOIIH-
ToneHudeckoit myprypbl (1—-3%), a Takxe MHQY3MOHHBIE peak-
LU, UHGEKIIMOHHBIE OCIOXKHEHUS U HedponaTuu [3].

Crenuanuctsl u3 Ucmanum (B. Rodriguez-Acevedoc 1 coaBT.)
MPeICTaBUIIN aHAIIN3 PETPOCHEKTUBHOM 0OpabOTKM HaHHBIX
uccnenoBanusg SCALA mo BKITIOYEHHMIO MALMEHTOB, B T.4U. C
MIPOTPECCUPYIONIMMHU TUTIaMU TedeHus: PC, B KIMHWYeCKue
MCCIe0BaHUS ¢ IPUMEHEHUeM anemTty3ymaoa. [loguepkHyto,
YTO IS ONITUMU3ALNY TePATTM TPeOYeTCs TIIATETBHBIN Tpe-
BapHUTeIbHBIN 0TOOP MALIMEHTOB, KOTOPHIM II0KA3aHO Ha3Haue-
HUe JaHHOTO Tpemnapara.

B 2016 . EBponeiickum coBetoM akcreptoB 1o PC (¢ yuactuem
crienuanuctoB U3 Poccun) 6puM pa3paboTaHbl MPAKTUYECKUE
peKOMEHIAIMU ISl UCTIONB30BaHUS TIperapara B YCIOBHSIX
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peaTbHON KIIMHUYECKOM MPAKTUKK C YIETOM PHUCKOB, CBSI3aH-
HBIX ¢ TIpUMeHeHueM anemTy3ymada [7]. OcHoBHO# adekT
Jakm3ymada (r'yMaHM3MPOBaHHOE MOHOKJIOHATbHOE aHTUTETIO
K antureHam CD25) npu PC cBsizaH ¢ MOBBIIIEHUEM TTPOIYK-
MU ecTecTBeHHBIX KuiepoB (CD56 kieTku), Kotopbie 06-
JIaJal0T MOIIHBIM UMMYHOPETYIATOPHBIM IEUCTBUEM U IMOfa-
BIISIIOT Niposiucepanuto ayroarpeccuBHbIX CD4+ numbonuTos.
brokama momaBnsieT B ImepByIO odepenb ayTOMMMYHHBIE peak-
LM, COXPaHsIsl OTBET HA MH(EKUMOHHbIE areHTHl [3]. [Ipemna-
par 3apeructpuposa B CIIHA u EC.

PesynbraThl KIMHUYECKUX UCCIeA0BaHUI Y auueHToB ¢ PPC
(DECIDE) moka3anu 10CTOBEpHOE CHUXEHIE CPEIHETONOBOM
Y4acTOTH 000CTpeHUit Ha 45% 1O CPaBHEHWIO ¢ HU3KOMO3HBIM
Oera-uHTepdepoHoM-1la, mosbimieHre Ha 41% KomuyecTsa
MaLMEHTOB 0e3 000CTPeHUiA, 3aMeUICHUE POrPEeCCUPOBaHMS
unBanuan3anuu Ha 27%. Takxe TOCTOBEPHO B MEHbIIEN CTe-
TIeHN HapacTaia aTpodusi MO3Tra, YTO CBHUAETEIbCTBYET O 3a-
MeJJIeHUH HellpoJereHepaTuBHOTO MpolLiecca.

L. Kappos ¢ coabr. (IlIBeiiapusi) B cBoeM COOOILEHUM TIpe/-
crapuan uccnegopanne EXTEND — mpoposxaroieecst ot-
KpbiToe pacipeHHoe uccienoanue DECIDE ais oueHku
JOJTOCpOYHOM be3omacHocTH 1 adekTuBHOCTH eueHust PPC
BBICOKOI03HBIM nakiu3ymadom (DAC HYP).

B aHanu3 6e30macHOCTY BKJIIOYAIUCH MALIMEHTHI, OIyYaBIlILe
DAC HYP 150 Mr moaxoHo Kaxable 4 Hell B CPOK 10 5 JIET, KO-
topsle 3aBepn uccnenoBaHie DECIDE 1 6bUH BKITIOYEHBI
B uccnegoaHue EXTEND. CymmapHo BkmtoueHs 1203 nanu-
€HTa, B T.4.: 597 OONBHBIX MOTyYaay BHYTPUMBIIIEYHO UHTEP-
depon (MDH) Geta-1a B uccaenopanny DECIDE u nepekiio-
yuauch Ha npenapat DAC HYP B uccinepoBanuu EXTEND
(IFN/DAC); 606 6ombhbix monyurnu DAC HYP B uccieno-
BaHuu DECIDE u npomomkunu 1o xe jeyeHue B EXTEND
(DAC/DAC).

B romoBoM McUMCIEHUN YacToTa PelMIMBOB YMEHBIIMIACH C
0,317 mo 0,152 nocne nepexmoyenuss ¢ MH® Gera-la Ha ga-
KJIM3yMa0, a rpymnmna nauueHTos, noayvasinx DAC HYP, npo-
JEMOHCTPUPOBAa CHIUKeHHE Ha 21% OTHOCUTENBHOTO pHcKa
MPOrPECCUPOBAHUS HETPYIOCTIOCOOHOCTH.

IMpoduns 6e3onacHoct DAC HYP B uccnenosanuu EXTEND
cornacyercst ¢ pesynbratramu uccienoBanuss DECIDE. {nu-
TeJbHOe JiedeHue ¢ ucnoibp3oBanueM DAC HYP cHuxaer va-
CTOTY PELIMINBOB U MPOTPECCUPOBAHIE HETPYIOCIIOCOOHOCTH
M0 CPAaBHCHUIO C PAaHHMM HavajloM JIeYeHUS MHTephEepPOHOM
Oera-1a.

HeonTuManbHbIil OTBET Ha JeueHWe IpernapaTaMu MepBOi
JIMHUY BCTpevaeTcs Oosee yeM y yeTBepTH nauueHToB ¢ PPC,
HecMoTps Ha yBenmueHue apceHana [TUTPC. Pocr aktuBHO-
CTH 3a00JieBaHMsI Ha paHHMX 3Tanax jeyeHust [IMTPC comnpo-
BOXIAETCs1 OBICTPBIM MPOrPECCUPOBAHMEM WHBATMAM3ALMU U
YBEJIMYEHUEM YaCTOTh 00OCTPEHU, YTO HAPSILy C TOOOYHBIMU
acddekramu eueHus SBSETCS MPUUMHON ISl TIEPEKITIOUEHMUS
TEeparnuu.

Oxkpem3ymad — TpermapaT TI'yMaHU3UPOBAHHBIX MOHOKIIO-
HaJIbHBIX aHTUTE], CeJeKTUBHO BoaaeicTByromux Ha CD20-
MO3UTHUBHBIE B-KIIeTKM, KOTOpHIE IPEAIIOIOXKHUTETBHO UTPAIOT
KJTI0YEBYIO POJIb B TMOPaKEHUM MMETMHOBOM 000JIOUKM U aK-
COHOB HEpBHHIX KJIeTOK. COITacHO JaHHBIM TOKIMHUYECKUX
UCCIIeNOBaHUM, OKpenr3yMad CBS3bIBAETCS C MOBEPXHOCTHBI-
mu Oenkamu CD20, skcrpeccupyeMbIMU Ha OMpPeneSeHHBIX
B-xnetkax, 3a MCKIIOYEHHEM CTBOJIOBBIX M IIIa3MAaTHIECKUX
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KJIETOK, YTO IO3BOJISIET COXPAHSATh BaxHble (DYHKLUKM UMMYH-
HoIi cuctembl [3].

B xnunnueckux uccnemoanusix 11 ¢aspl ObLIO MOKA3aHO CY-
IIECTBEHHOE CHIDKEHUE aKTUBHOCTU TATOJIOTMYECKOTO IMPO-
necca 1o naHHeIM MPT (Ha 89—96%) 1 cHUXXEHUE CpeIHero-
J0BOI yacToThl 06ocTpeHuit Ha 70—80% (B 3aBUCMMOCTH OT
NO3UPOBKN).

Oxkpenu3ymad TpoAeMOHCTPUPOBAN Oojiee BBICOKYIO ahdek-
TUBHOCTb IO CpPaBHEHUIO ¢ MHTepdepoHOM OeTa-la B ABYX
MIEHTUYHBIX PAaHIOMU3MPOBAHHBIX JTBOMHBIX CJIETIBIX MCCIe-
noBanusx 111 paser (OPERA I, OPERA 1) y 60mbHBIX ¢ PPC.

O crpykrype n xone uccienoannit CHORDS (CIIA u Kanana;
NCT02637856) 1 MA30005 (EBporma) — IBYX IPOCIIEKTHBHBIX
MHOTOIEHTPOBBIX OTKPBITHIX MCCACAOBAHUAX 3(D(HEKTUBHOCTH
1 0e30IacHOCTH oKpeau3yMada y naiueHToB ¢ PPC, xoTophie
HMeJIM HEONITUMAaIbHBI OTBET Ha afekBaTHBIi Kype [TUTPC, —
pacckasan B cBoeM mokiane R. Bermel ¢ coasr. (CIIA). Ot
uccienoBanust, Hauateie B 2016 I, TipeqocTaBaT MHGOPMALIHIO
00 3¢()eKTUBHOCTU U 0E30MAaCHOCTU MPUMEHEHMSI OKPEIn3y-
Maba y malMeHToB ¢ HeonTUMalbHbIM oTBeTOM Ha [TUTPC.

B Hacrostiee Bpems Takxke uccnenyercs 3(pGeKTUBHOCTD PH-
MEHEHMS OKpel3yMaba TpW IIepPBUYHO-TIPOrPECCUPYIONIEM
tune teyeHus PC.

PurykcumMad — MOHOKJIOHAJTBHOE AHTHUTENO K pPEIenTopaM
CD20+. TpancmemopanHbiii antureH CD20 peryaupyer Bce
CTaauM co3peBaHusl B-1uM@ouunToB, HauKMHasA ¢ paHHUX CTa-
IMi, a TaKKe (PyHKIIMOHMPYET KaK PEery/IsiTop TPAHCIIOpTa HO-
HOB KaJIbIIMsl yepe3 KJIETOUHylo MeMOpaHy. Putykcumab BbI-
3bIBaeT JeTJIelnio pe-B-kieTok u 3penbix B-nmumdonuTos,
He paspyiias IUla3MaTUyeckKue KJI€TKM M KIETKU-TPe-
IIECTBCHHNKN B KOCTHOM MO3T¢. B0o3MOXHBIC MeXaHH3MBI
KJIETOYHOTO JM3MCa BKJIIOYAIOT KOMIUIEMEHT3aBUCUMYIO
UUTOTOKCUYHOCTh W AHTUTENI03aBUCUMYIO KJIETOUHOOMOCPE-
TOBaHHYIO IIMTOTOKCUYHOCTB. [IpenapaT nepBoHavaibHO ObLT
pa3paboTaH 15 JiedyeHus: B-kieTouHoi auMdoOMbl U peBMa-
ToMIHOro aprpura [3].

JlaHHBIE O TMpUMEHCHWM pUTyKcmMaba B IlIBemm 1mpo3By-
yanu B coobmeHuu 1. Bostrom ¢ coaBT. B aroii cTpaHe oH
npuMeHsieTcs st JedeHus PC B cirydae Hea((heKTUBHOCTH
neyeHnsa ooplyHBIMU UMMyHOMonynsgTopamu (ITUTPC). Co
BpeMEHEM WCIIONb30BaHNE PACHIMPUIOCH 10 BKITIOYECHHS
MAIlMeHTOB, HE TPUHUMABIIMX KaKWe-Tu00 IpemapaThl.
Ha 1 mong 2016 . 6oee 2500 manueHTOB OBIIH MpoJeYe-
HBI PUTYKCUMAa0OM, uTo cocTaBisieT 27% Bcex MallMeHTOB Ha
ngeyenur [IMTPC B IllBeuuu u nenaer ero Haubojee 4acTo
UCTIOJIb3YeMBIM TIperapatoM. EcTh NWINb HECKOJTBKO KOH-
TPOJUPYEMBIX MCCICAOBAHUI MO MCIONb30BAHUIO PUTYKCH-
Maba rpu PC; mpu 3TOM MHOTME Bpayl CUMTAIOT MpermapaT
Oe3zonmacHbIM. B OonbHMIle YHMBepcuTeTa Yrcana BeCHOM
2016 1. 3apMKCUPOBAHO IBa CIy4Yask CEPbE3HBIX OCTOXHEHNUS
(TIeyeHOUHAsT HEIOCTATOYHOCTh W TIEPUTOHMT), UYTO MpPHBE-
JIO K cHcTeMaTUYecKoMy MTOMCKY Mo00YHbBIX 3(pdekToB. Bee
nareHTsl ¢ PC OBUIM TIIATEIBHO IIPOAaHANTM3MPOBAHBI Ha
npeaMeT MoOOYHBIX 3(DPEKTOB, UCTIOIL30BAHBI UCTOPUM 00-
JIe3Hei ¥ IIBEACKWH HAlIMOHAIBHBIN perucTp manueHToB PC
(6onee 17 500 mauuentos ¢ PC).

Copok maruentoB (21 xeHmuHa, 19 MyxuuH) u3 rpadctsa
Vrcansl nonyyann purykcuMab (Bcero 14% u3 mposieyeHHBIX
OOJILHBIX B COOTBETCTBUY C PErUCTpoM). PesynmbraThl aHammsa
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BCeX JTAaHHBIX MOKA3ajy, YTO NMPUYMHHO-CIIEICTBEHHAs! CBS3b
MeXIy HeOJaronpusiTHHIMM COOBITUSMU M HCIOJb30BaHUEM
pUTYKCcrMMaba He MOXKeT ObITh TOKa3aHa.

Onumunymad (Opicinumab, BIIB033), yenoBeueckoe MoHO-
KJIOHAJIbHOE aHTHUTENI0, OBLIO CO3MAHO METOTaMK TeHHOM MH-
KeHEpUU, 4ToObl 100MThes 3 dEKTOpHON PyHKIMM U 6J10-
kupoBath LINGO-1, IHC-cneumduyeckuit HeraTHBHBIIM
PETyJISTOp MUEIMHU3ALUU U pereHepaly akcoHoB. Omuiu-
HyMa0 mmokasal 3(h(eKTUBHOCTD ¥ XOPOIIYIO IIEPEHOCUMOCTb B
JOKIMHUYeCKUX Moaensix I daswl uccnenosanuii 1 B pase 1la
RENEW-uccienoBaHusi, mpoaeMOHCTPUPOBaHA BO3MOXHOCTb
CYIIECTBEHHOU PeMMETMHM3AIINHY Y TTAIIMEHTOB C TIEPBBIM 3ITH-
30[I0M OCTPOTO HEBPUTA 3pUTENILHOTO HepBa [3].

D. Cadavid c coaBr. u S. Freeman ¢ coaBT. OT UMEHU YJ4aCTHHU-
KOB HCCJIEIOBAHMS TIPEICTABIIIN B CBOMX JOKJIATaX MaTepUAJIbI
o Tpuasie SYNERGY (NCT01864148) — HenaBHO 3aBeplleH-
HOM PaHIOMU3MPOBAHHOM JBOWHOM CIIETIOM TIIanebo-KOH-
TPOJIMPYEMOM HCCIIENOBAHNUH, LIETBI0 KOTOPOTO OBIIO OLIEHUTD
3(h(PeKTUBHOCTb ONMUUMHYMAa0a Mo CPaBHEHMIO C TU1aledo y rna-
IIEHTOB ¢ peuuanBupyonmM PC, aKTUBHBIM 1O CPaBHEHUIO
C TIPEABIAYIIUM TOIOM, C OMHOBPEMEHHBIM HMCIOJIb30BAaHUEM
BHyTpuMbIieuHoro M®HOGeTa-1a. [lanueHTs ¢ aKTMBHBIMU
Mo CcpaBHEHHUIO ¢ Tpeabiaymum rogoM PPC unm BrOopuuHO-
nporpeccupytoium PC (BITPC) Obliv paHIOMU3UPOBaHbI Ha
BHyTpuBeHHOe BBeaeHue 3, 10, 30 wu 100 Mr/xr onumyrHyMaba
unu manedo Kaxneie 4 Hen (Bcero 19 103) ¢ 01HOBpEMEHHBIM
BBeJeHreM BHYTpuMbIieuHo MDH 6eta-1a 30 MKT o11H pa3 B
HeJeno B TedeHue 72—84 Henm 1JIs1 JiIedeHUs BOCTIATUTEIbHOTO
KOMTIOHEHTa 3a00J1eBaHMI.

Pesynbratet SYNERGY onpenensat noteHuuanbHyo addex-
THUBHOCTb ONUIIMHYMAa0a IUIST CHIDKCHUS TSDKECTH yXe CYIIe-
CTBYIOLIEH MHBAIMAM3ALMU /MU TIPENOTBPALICHMS dajb-
HEWIIeTo IPOTpecCHpOBaHUS 3ab0NeBaHUS Yy IALUECHTOB C
peuuauBupytonM PC 3a cyeT yeuneHns: BOCCTaHOBUTEIbHBIX
npoueccoB B LIHC, a npu ucnob3oBaHUM OTHOBPEMEHHO C
W ®H Gerta-1a B/M — Takxke 3a C4eT KOHTPOJI BOCIIANTUTEIbHO-
ro KOMIOHeHTa. byaer mojiydyeHa nuHgopmalus o 6e30macHo-
CTH/TIEPEHOCHMOCTH TIpeTiapaTa, MMeoIas BaxKHOe 3HAUYCHUE
U TIPOJIOJIKAIOLIETOCS Habopa KIIMHMYECKOTO OITbITa MPHME-
HEHHMS ONMIIMHYMa0a, a TakKe JaHHBIC 0 HanboJIee IMOIXOMIs-
1ieii 103e mpenapata Ajs UCTIONb30BaHUSA B NATBHENIINX KITU -
HUYECKUX UCCIIENIOBAHUSIX.

M. Mellion ¢ coaBT. B cBoeM COOOILEHUM TMOTYEPKHYIU pe-
MUEIMHI3UPYIOIIYIO POJIb OMUIIMHYMaba 1 BaXHOE 3HAYCHUE
MPT-MapkepoB LIETOCTHOCTM MUEIMHA U/WUIX BOCCTAaHOBJIE-
HUS aKCOHOB JJISI OLICHKH 3((EKTUBHOCTH JICUSHUST TAHHBIM
npenapatoM. OOHON W3 Leneil MccleqoBaHUS M SIBISIOCH
ompeneneHne B3auMocBsi3u MPT-mapkepoB M KIMHUYECKOI
peakiuu Ha jedeHue. Kpome cranmaptHoit MPT, uzmepsii-
csl KO3 GUIIMEHT HAMaTHUYEHHOCTU (METOMI, TO3BOJISIONIMIA
MPYXKU3HEHHO OIIEHMBATh CTENICHb COXPAaHHOCTH,/Pa3pyIIeHUS
Pa3IMYHBIX MaKpOMOJEKYJ, HalpuMep, MUEIMHA) U MPOBO-
quiach U y3roHHO-TeH30pHas Busyanusauus (ITB). Uc-
ClIeI0BaHMSI IIPOBOIWIMCH 0 Havaa IeYeHUs, Kaxple 4 Hell B
TeueHue 24 Hen, a 3aTeM Ha 48-11, 72-ii u 84-it Hen. Bee u3o0pa-
JKEHMS aHATM3MPOBAIMCH B €IMHOM LieHTpe. M3yuanuch obiast
U peruoHapHasi aTpodus ToJIOBHOTO MO3Ta, a TaKXke J0JIs 0Ya-
TOB, HAKATUTMBAIOIINX KOHTPACT, II0 OTHOIICHMIO K XpOHMYE-
CKUM <«4epHBbIM JbIpaM». KoadduimeHT HaMarHUYeHHOCTH
M3MepSITICS BO BCEM MO3Te: B HEM3MEHEHHOM 0eJIOM BEIleCTBe,
oyarax, HaKaIUTMBAIOIIMX ¥ HeHAKaIJIMBAIOIIMX KOHTPACTHOE
Beniecto. J{TB mpoBoauiach ais 3TUX e 001acTeil.
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Ha cerognstimnuii nens uccnegopanie SYNERGY npomomka-
eTcsl, MPEACTaBIsAs coboii MepBoe I100aNbHOE MCCIeN0BaHUE
C TIPUMEHEHUEM DPACIIMPEHHOTO CIMCKA HEeMpOBU3YyaIu3aly-
OHHBIX MapamMeTpoB. Ero pesynbraThl MOTYT MOKa3aTh, KakKue
MPT-npusHaku OyayT HauboJjiee MOJe3HBI ISl ONPENENeHNUS
OTBETa Ha JieueHe ONUIIMHYMaO0.

Odarymymab siBnsiercst antu-CD20 rymMaHM3MpOBaHHBIM MO-
HOKJIOHAJIbHBIM aHTUTEJIOM, KOTOPOE UCTOILAeT MMy B-kieTok,
UTPAIOIIMX POJIb B UMMYHO-OTIOCPENOBAHHOI THCTOMATOIOTUN
nipu PC. Cas3asinchk ¢ CD20) Ha moBepXHOCTH KIETOK, ohaTy-
MyMal MHAYIUPYET Ju3uc B-KJIeTOK myTeM KOMIUIeMEHT3aBU-
CHMO TUTOTOKCMYHOCTH U aHTUTEI03aBUCHMOM T-KJIeTOUHO-
OIMOCPeNOBAaHHON HUTOTOKCUYHOCTH [3].

[IpenapaT mpoaeMOHCTPUPOBAT N0303aBUCUMBIA 3ddekT y
6ombHBIX PC Bo Bpems 11 has3bl KIIMHUYECKOTO MCCIeNOBAHYS.
B Hacrosiee Bpemst ununuupyetcs 111 pasza KiMHUYeCKuX uc-
neitanuii y nauueHToB ¢ PPC. Ipeanonaraercs, 4ro a¢dex-
tuBHOCTh aHTU-CD20 Tepanuu npu PC HampsiMyio cBsizaHa ¢
YPOBHEM CHIDXEHUSI KOJIMYECTBA LIUPKYIMPYIOMINX B-KieTok.
[ToHnMaHMe B3aMMOCBSI3M MEXIY 10301 ITperapaTa M JHHAMM-
Ko#t B-KJeTok siBseTCs KitoueBBIM (haKTOpOM ISl BRIOOpa pe-
K1Ma JIe9eHNs, 00eCIIeYMBAIOIIAM ONTUMAIBHYIO 3B GhEeKTUB-
HOCTb ITPY MaKCUMaJIbHOM 0€301acHOCTH.

Lenblo vccnenoBaHusi, 0 KOTOPOM COOOIIMIIA B CBOEM JOKIa/e
M. Savelieva ¢ coanr. (IlIBeiiiapus), Obi1a pazpaboTka Moaeau
«103a—O0TBETHAsI PeaKIMs MalMeHTa» I IMoacyeTa B-KieTok
MpU JieyeHuu ohaTyMymMaOoOM B 3aBUCUMOCTH OT BPEMEHU U
XapaKTepHCTHK KOHKPETHOTO TAIIMEeHTa M OIIeHKA IIPOTHOCTH-
yeckux cBoiicTB 310l Moaeau. 231 mauueHt ¢ PPC u3 I1 daswr
uccaenoBanuss MIRROR mnojyyanu moakoxXHo rmiauebo miu
pa3IMYHBIe JO3UPOBKU IpemapaTa. [1pomoKuTe bHOCTh Jie-
YyeHUs1 cocTaBuia 24 Hel, ¢ TIOCAEYIOIIMM HaOII0AEHUEM 10
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48-i1 Henm. YpoBeHb B-KII€TOK OIEHUBAJICS IPH CKPUHUHIC W
yepe3 Kaxple 4 Hell 10 KOHIIA MccleoBaHus. M3-3a MuleHb-
OITOCPEIOBAHHOTO pacIipeeicHIs mperapara (hapMaKoKuHe-
TUYeCKUe 00pa3libl B OCHOBHOM OBbLTM HIXXE IMpesena Koluye-
CTBEHHOTO OIIpeeNieHNs, 32 UCKIIOUEHNEM CaMOl BBICOKOM
no3bl. BpIIO MOKa3aHO, YTO MOJENb «I03a—OTBET» XOPOIIO
OIMMCHIBAaeT TMHAMUKY B-KIIETOK 1 MOXET OBITh MCITOJIb30BaHA
IUISL OTIpEeNeICHISI CXeM TO3MPOBaHuUS oaTymymaoa.

[Mo nanueiM Ha siHBapb 2017 T, B PO perynstopHbiMu opra-
Hamu i nedeHust PC 3apeructpupoBaHbl Ba npenapaTa Ha
OCHOBE MOHOKJIOHAJBHBIX aHTUTEN — HaTaIM3ymMad U ajeM-
Ty3yMa0; Ipyrue TperapaTbl MOTYT MCIIOIb30BaThCsl B paMKax
KIMHUIECKHX MCCIIEIOBAHMIA.

[lepciekTMBHBIM HampaBieHueM cozaaHusi HoBeix [IMTPC
SBISICTCA TapreTUPOBAaHME C WCIIONB30BAaHMEM MOHOKIIO-
HanbHBIX aHTUTe]. Hanbosee BaXXHBIM OXUAAeMbIM KJIMHU-
yeckuM 3(hdeKToM sIBIseTCS BHIpaKeHHOE BO3MeiicTBIE Ha
3aMe[UleHUe pa3BUTHS MHBanuam3auuu mpu PC ¢ mepcmex-
THBOW TIOJIHOW OCTAaHOBKM TMPOrPECCHUPOBAHHUS Ipollecca.
[MepBocTeneHHOE 3HAUCHUE B HBIHENTHUX YCIOBUSIX MPHOO-
peTaeT MpoBeAeHUE KIMHUYECKMX UCCICTOBAHUI MO BceM
MpaBUJIaM KaueCTBEHHOM KIMHINYECKOM MPAKTUKK C COOIIO-
JeHUEM 3TUYEeCKUX HOpM [8] U orpaHUUYeHUE Cephe3HbIX He-
KeJTaTeTbHBIX IBICHII — MUHUMU3AIN pUCKa BO3SHUKHOBE-
HUS 37I0KaYeCTBEHHBIX HOBOOOpa3oBaHUI, MH(PEKIIMOHHBIX
(ITMJT) 1 ayTOMMMYHHBIX OCJIOXHeHUH. B MeTogmueckoM
IUTaHe TIIATeIbHOTO aHaMM3a TPEOYIOT JOITOBPEMEHHBIE (-
dexts [IMTPC 1 anroput™mel nepexkIoUeHUs Kak ¢ MepBoii
nuHu Tepanuu PC Ha BTOpyIo, TaK U TOCIEAYIONIETO Mepe-
KJTIOYEHHU Ha IPYTUAE CXEMBI.

Asmopul 3as61310m 06 omcymemeuu KoHgauxma unmepecos.
The authors declare there is no conflict of interest.

References

1. Multiple Sclerosis Journal. http://journals.sagepub.com/toc/msja/22/3_suppl
2. Proceedings of the ECTRIMS Congress 2016. http://onlinelibrary.ec-
trims-congress.eu/ectrims

3. Gusev E.I, Boiko A.N., Stolyarov I.D. Rasseyannyi skleroz. Spravochnik ter-
minov. Izd. 2-e, dop. iizm. Moscow: Zdorov'e cheloveka, 2015; 448 p.(in Russ.)

4. Hutchinson M., Kappos L., Calabresi P. et al. The efficacy of natalizumab
in patients with relapsing multiple sclerosis: subgroup analyses of AFFIRM and
SENTINEL. J. Neurol. 2009; 256: 405—415. PMID: 19308305 DOI: 10.1007/
s00415-009-0093-1.

5. Thompson J., Noyes K., Dorsey E. et al. Quantitative risk-benefit analysis of
natalizumab. Neurology. 2008; 71: 357—364. PMID: 18663181 DOI: 10.1212/01.
wnl.0000319648.65173.7a.

6. [Recommendations on the use of new drugs for the pathogenetic treatment of
multiple sclerosis. Russian society of neurologists. Demyelinating diseases sec-
tion]. Moscow: ROOI «Zdorov'e cheloveka», 2011. 147 p. (in Russ.)

7. Berger T., Elovaara 1., Fredrikson S. et al. Alemtuzumab use in clinical prac-
tice: recommendations from European Multiple Sclerosis Experts. CNS Drugs.
2017; 31: 33-50. PMID: 27882532 DOI: 10.1007/s40263-016-0394-8.

8. Votintseva M.V., Ivashkova E.V., Petrov A.M., Stolyarov I.D. [Placebo-con-
trolled clinical trials in patients with multiple sclerosis: ethical aspects]. Vestnik
Roszdravnadzora. 2014; 4: 48—52. (in Russ.)



HA OCTPUE HAYKK
(MperiapaTbl MOHOKIOHA/IbHbIX GHTUTEN B JI4EHUI PACCEAHHOTO CKIIEpo3a

Hudopmamus 06 asropax: Cronsipos Mrops JIMurpueBud — 1.M.H., pod., 3aB. 1ab. HeiipoummyHonorun ®T'BHY Uuctutyr Mosra
yenoseka uM. H.IT. bexrepesoit PAH (MMY PAH), Cankr-Iletepoypr, Poccust. E-mail: sid@ihb.spb.ru;

Botunnesa M.B. — m.H.c. 1a6. HelipoummyHororun UMY PAH, Cankr-IletepOypr, Pocenst;

ITerpoB A.M. — K.M.H., CT.H.c. 1a0. HelipoummyHosnorun UMY PAH, Canxkr-IletepOypr, Poccus.

Information about the authors: Igor' D. Stolyarov, D. Sci (Med.), Prof., Head of the laboratory of neuroimmunology, IHB RAS, St.Pe-
tersburg, Russia; E-mail: sid@ihb.spb.ru;

Marina V. Votintseva, Junior Researcher, laboratory of neuroimmunology, IHB RAS, St.Petersburg, Russia;

Andrey M. Petrov, Ph.D., Senior Researcher, laboratory of neuroimmunology, IHB RAS, St.Petersburg, Russia.

93



	_GoBack
	_GoBack
	_GoBack

