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OPUTI'NMHAJIbHBIE CTATbU

Knunnyeckas HeBpoJiorus

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

.M. Jlyroxun, JL.A. Tepackuna, A.B. ®onsaxun, M.I0. Makcimopa
OIbHY «Hayunbiii yenmp nesposoeuuw», Mockea, Poccus

Beedenue. Hapywenus dvixanus 6o cre (HIC) pecucmpupyromes y 70% 60abHbIX ¢ UHCYABIMOM U YXyOUIaiOm (YHKUUOHAAbHOE B0CCHIAHOGAEHE, YBeAUHUBAIOM
CPOKU 20CRUMAAU3AYUL, PUCK NOBMOPHO20 UHCYABIMA U CMEPIHOCHIL.

Heav. Hzyuums dunamuxy HIIC 60 63aumocessu ¢ HegpoaoeuHeckuMu HapyueHusMU y O0AbHbIX UlEMUMECKUM UHCYAbIMOM U pa3patomans nooxodst K onmumu-
3auUUY parHell peadusumayuy.

Mamepuasot u memodst. Obcaedosaro 78 Goavhbix ¢ ocmpbim uniemieckum urcyavmom. HIIC sepughutuposant ¢ nomoubro Kapouopecnupamoproeo MOHUMOPUPOsa-
Husl, HegpoaoeuHeckuti Oegpuyum ouerusay ¢ ucnosvsoearuem wikan NIHSS u mRS. Hecaedosarus 8vinosHsau npu nocmynaeHuy (2—5 cym uncyasma) u nogmopHo
uepe3 3 Hed. Mzywanu eaustue Koppexyuu HIIC Ha agbexmusHocmb Hegponoeuteckoeo 60cCmaHogAeHuUs, 015 Yee0 NPUMEHSAU RO3ULUOHHOE AeveHue (RPUROOHAMOe Ha
30° nosooncerie) 6 conemanuu ¢ oxcueenomepanueil (uncygasyus 0, ¢ noddepicariiem ypogus camypayuu He meHee 95% noo KoHmpoaem OueumanbHoeo OamH4uxa).
Pesyavmamt. [Tpu nocmynaenuu HAC svissnenvt y 88% nayuenmos, ¢ npeo6aadaruem ymeperHsix u maxceasix Hapywenuii (unoexc antos/eunonnod (MAL) >
15 vac), wawe no muny o6cmpykmusHoeo anod. Y nayuenmos ¢ HAI<1S wac™’ nabarodanacs nosoxcumenvias Ounamuxa Hesposoeuteckux Hapyuenuii (p<0,04)
Ha ore cmabunvkvix nokazameneii HIC. Y 6oavuoix ¢ HAT215 wac” maxace ommeuero esponoeuseckoe yayuuenue (p<0,05), komopoe accoyuuposanocs ¢
ymetvueriues maxcecmu HJIC. Boisgnerna npaman Koppeasuus mexcdy evipadxcernocmyio Hesposoeuneckux napywenuii u HAT wepes 3 wed: Ryypsss =043
(p=0,003), R,zsusr=0,44 (p=0,004). Boavivie ¢ HAI>15 uac™ Goinu pacnpedenenvi 6 2 epynnoi: epynna A (be3 koppexmupyrowux emeuiamenscms) u epynna b
(npuMeHerue NO3ULUOHHOI U OKCU2EHOMEPANUY 80 8DeMS HOYHOR0 CHA, 6 MeueHue 7 cym). BoisgaeHo nonodcumentoe eausHue Kypca KoppeKyuoHHoU mepanyy Ha
B0CCMAHOBACHUe Heapoaoeuteckux (yHKyull Ha (ore ymeHouerus HAL

Saxarouenue. [Ipu uwmemuueckom uncyavme HIAC asagiomes uacmoin u cmotixum napywenuem. Pannee visenenue u xoppexyuto HIC caedyem pacemampugams
KaK 8adcHeliiee 36¢HO NOCIUHCYAbIMHOI peabuaumayuu.

Knrouesbie cinoBa: uuemuueckuii uncysom, HapyueHus ObIXaHus 60 CHe, NOCMUHCYAbMHAA PeAOUAUMAYUS.
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—35 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 0, with the saturation level maintained no less than 95% under control of a digital sensor).

Results. Upon admission, SDB was revealed in 8% of patients; moderate and severe disorders being predominant (the apnea/hypopnea index (AHI) 15 h'), most
[frequently presenting as obstructive apnea. In patients with AHI <15 h", the positive dynamics of neurological disorders (p<0.04) were observed along with stable
SDB parameters. Neurological improvement (p<0.05) was observed in patients with AHI > 15 I, which was associated with decreased severity of SDB. A direct
correlation between the severity of neurological disorders and AHI after 3 weeks was revealed: Ryyys54,=0.45 (0=0.003), R, p5/4,7=0.44 (p=0.004). Patients with
AHI > 15 I 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.

Keywords: ischemic stroke, sleep-disordered breathing, post-stroke rehabilitation.
DOI: 10.18454/ACEN.2017.2.1
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Beenenne

WHcynsT aBnsieTcss BTOPOiA MO 4acToTe IPUYMHOM CMEPTU U
JIMAVPYIOLIEi MPUYMHON MHBAIMIN3ALMY TTAllMEHTOB B MUPE.
OmHako co3gaHue ameKBaTHON CHCTEMBI TIOMOIIY OONBHBIM C
MHCYJIBTOM MOXKET MO3BOJIUTh HE TOJIBKO CHU3UTD JIETAIbHOCTD
B TeUeHMeE MepBOTo Mecsiiia 3a00J1eBaHMsI, HO M 00ECTICYNTD He-
3aBUCMMOCTDb B ITOBCEIHEBHOI XM3HU Yepe3 3 Mec IMocie ero
Havana He MeHee yeM y 70% BbDKMBIIMX O0MbHBIX [1]. Bax-
HelImass 1eTb paHHe#d peaOIIMTAlNK, OCYIIEeCTBIIIONEHCS B
OCTpOM Tepuoje MHCYNbTa (iepBble 3—4 Hell OT MOMEHTA ero
Pa3BUTHS) — CO3/IATh 6a3y, TO3BOJISIONIYIO Ha CIIETYIONINX CTa-
JUSIX JIeYEHHs] JOCTUYb MAKCHMMAJIbHO BO3MOXHOTIO Pe3yJibTaTa.
Ecnu Ha paHHUX 3Tamax He OyIeT MPOBeAeHO aleKBaTHOE Jieue-
HUe, TO 3a[a4a IIOCTCTAIMOHAPHBIX PeaOMINTAIIIOHHBIX CITYKO
3HAYMTEIILHO YCIOXHUTCS, a B PSIIE CIy4aeB MOXET ObITh He-
BBIMOJHUMA [2].

B HEeKTUBHOCTD peadUIUTALIMU 3aBUCUT OT MHOXeCTBa (pak-
TOPOB, TaKMX KaK BO3PACT, TSLKECTh MHCYJIBTA, BEIMYMHA U
JIOKQJTM3alusl MIIEMMIECKOro oyara, ypoBeHb apTepUabHOIO
napneHust (AJl), HanuuyMe aHeMMM, UIIEMHYECKOH Ooje3HU
cepoua (MBC), arepockieposa, GUOpWLISLKMU Mpeacepauii
(®IT), cepmevHOi ¥ TIOYEYHOIN HETOCTATOYHOCTH, CaXapHOTO
mabera (CJI), mMCIUIMMIeMuH, a TAKKe BBIPaKEHHBIX KOTHU-
TUBHBIX HapyLIEHUI 1 neMeHLuH [3, 4].

B mocnenHee BpeMsi y OOJBHBIX ¢ MHCYJIBTOM CTald YIEIATH
ocoboe BHUMaHue HapyuieHuto abixanus Bo cHe (HIC). U3-
BecTHO, 4to cuHapoM HJIC Bctpevaercs y 50—70% naumeH-
TOB C OCTPHIMU HapyIIEHUSIMH MO3TOBOTO KPOBOOOpAIIEHMS
(OHMK), npuuem y 25% nauuentoB HJIC Bepuduumposaiu
10 UHCYJIbTa |5, 6]. B ctpykTypy cunapoma HIIC Bxomat: cuH-
npoM obcTpykTrBHOTO anHod cHa (COAC), LieHTpaibHOE an-
Ho3 (IIA) cHa, 1IeHTpabHOE IePUOAMIECKOE IbIXaHUE BO CHE.
IToxazano, yrto Hannune COAC yxymmaeT GyHKIMOHAIbHOE
BOCCTaHOBJICHHE B IMTOCTUHCYJIBTHOM IIeproe oT 3 10 12 mec,
YBEJIMYMBAET CPOKM TOCIUTAIM3ALMKU U peabuautauuu [7],
YBEIMIMBAET PUCK ITOBTOPHOTO MHCYNIBTA [§] M CMEPTHOCTH
[9-12].

YuuThiBas MaTOreHETUYECKYI0 U MPOTHOCTUYECKYIO 3HAUM-
Mocth HIAC, ocolylo akTyanbHOCTb UMEIOT pa3paboTka U
COBEpPIICHCTBOBAHNE METONOB, HANIPABJICHHBIX HAa MpPENOT-
BpallleHWe UM KOPPEKILHMIO AbIXaTeJbHBIX PACCTPOMCTB, 4TO
B CBOIO OYepelb MOXET MOBHICUTh 3(DPEKTUBHOCTD paHHEH
peaduIuTaluu U yaydnieHue (YHKIIMOHAJIBHOTO BOCCTa-
HOBJIEHMS 0OJILHBIX Mocie UHeybTa [12—14]. B HacTosmee
BpeMs1 Hanboiee 3((OEKTUBHBIM M JOKAa3aHHBIM METOIOM
koppekuuu COAC siBisieTcsl Tepanusi NPOAOKEHHBIM TM0-
noxurtenbHbIM nHaBieHueM (CPAP-tepamus). B psme wc-
CleI0BaHMI OblIa MpPOAEMOHCTpUpOBaHA 3(DPEKTUBHOCTD
CPAP-Tepanuu B OTHOLIEHWM YCKOPEHHOTO YIYUIIECHUS
HEBPOJOTMYECKUX (DYHKIINI B pAHHKUE CPOKH TIOCIE MHCYIb-
Ta, a TAKXE B YMEHBIIEHUU KOJUYECTBA CEPAEYHO-COCYIU-
CTBIX COOBITHI B OTHAJCHHBIC CPOKH C YMEPEHHO-TSXKEIOM
dopmoit COAC [11, 12]. K coxaneHuio, TpUBEPXKEHHOCTD
CPAP-Tepanuu cpeay MalMeHTOB ¢ MHCYJIBTOM Oblla HU3-
Kout [12, 15, 16]. Jdpyrue metonsl neyenus COAC (Hampu-
Mep, Kammbl, 0TKa3 OT CHAa B MOJOXEHUU JieXa Ha CIUHE)
160 Mano3(pGeKTUBHBI, TUO0 HETOCTATOYHO H3YYEHHI B
rpynmnax naluMeHTOB ¢ OCTPbIM MHCYJIbTOM, TO3TOMY OHM He
MOJIYYMIN ITUPOKOTO pacmpoctpaneHus [17]. OmHako He-
Oosblllas 3KOHOMHUYECKAsl 3aTPaTHOCTh NAHHBIX MOIXOA0B
OYeBMIHA, YTO WHUIMUPYET AaJbHENIlIne UCCIeNOBaHUS B
3TOM HaIlPaBJICHUM.

Henp — m3yuants qHaMKuKy HJIC Bo B3auMOCBS3M C HEBPOJIO-
TMYECKUMU HAPYLIEHUSIMU Y OOJIbHBIX MIIIEMUYECKUM MHCYJIb-
TOM M Pa3paboTaTh IMOAXOAHI K ONTHMU3ALNU PaHHEN peabu-
JIUTALIUU.

Marepuanbl 1 METOIBI

B uccnenoBanue BKIIOYAIUCh OONBHBIE, TOCNENOBATENBHO MO-
CTYNUBLINE B OTAEJEHNE OCTPBIX HAPYIIEHUIT MO3TOBOTO KpPO-
BooOpauieHusi «HayyHoro neHtpa HeBponoruu». Kputepuu
BKJIIOUEHMST: MyXXUMHBI U XEHIIUHBI, BO3pacT 18 neT u crapiie;
UIEMUYECKUIA UHCYJIBT, TOATBEPXKACHHBI JaHHBIMU HEUpO-
BU3yanu3aluu, 1—4 cyT oT Hauaa 3ab0j1eBaHu; TOATTMCAHHOE
MHGOPMUPOBAHHOE COTJIACKE Ha yIaCTHE B UCCIIENOBAaHUU.

Kputepuu HeBKIIOYEHMSI/UCKTIOUEHMS: CHIKEHME YPOBHS
OoapcTBOBaHUS (110 IIKajie KOMbI [1a3ro — MeHee 14 6amioB),
TICUXOMOTOPHOE BO30Y:KIEHHE, BBIPAXXCHHbIE KOTHUTHBHBIC
HapyLIeHWs, HapylleHHe HOCOBOTO IBIXaHWS, OCTpast PecIiv-
paToOpHasl TIATOJIOTHSI, XPOHMUYECKUE 3a00/eBaHMS JICTKUX U
JbIxaTesbHast HemoctatoyHocTh III-IV crenenu, apyrue co-
MAaTHJIECKUe pacCTPOUCTBA B CTAINK 0OOCTPEHHS INOO TEKOM-
NeHcaluy, XpoHUJecKasi cepeuHast HegoctarouHocTh (XCH)
ITB—III craguu [18], ocTphiil KOPOHAPHBIN CUHAPOM, OTKAa3 OT
yJactus B uccrnenoBanuu. [1poTokon uccaenoBaHus ObLT 0/10-
OpeH JIOKaTbHBIM 3THYeckuM KomutetoM ®TBHY HIIH.

Bcero B HabmoaeHMe ObLIO BKIIOYEHO 78 MALMEHTOB C UILE-
MUYECKAM MHCYJIBTOM, U3 HuX 46 (59%) myxuuH u 32 (41%)
KEHIIMHBI. Bo3pacT manueHToB Ha MOMEHT BKJIIOUEHUSI B UC-
cienoBaHue coctaBui 65 (57; 71) net. meromiasics y OONbHBIX
CepIeYHO-COCYIICTasI IIATOJIOrMs IIPEACTaBieHa B Ta0JL. 1.

Ta0amua 1. KiMHMKo-HHCTPYMEHTAIbHAS XapAKTEPUCTHKA 00JIbHBIX

OcHoBHasi rpynna

XapakTtepucTuka (n=78)
Mon, m/x 46/32
Boapacr, ner 65 (57; 71)
UMT, kr/m? 28 (25; 31)
AT, uncno 60nbHbIX (%) 73 (94)
Al 1cr. 6 (8)
Ar 2cr. 10 (13)
Ar 3cr. 57 (73)
Arepocknepos BLIA, uucno 6onbHbix (%), 75 (96)

B TOM YMCAEe FreMOAVNHAMUYECKN 3HAYUMbIIA CTEHO3 24 (31)
UBC, uncno 60nbHbIX (%), 23 (29)

B TOM YMC/e NOCTUHAPKTHBIV KapAMOCKIepo3 6(8)
@I, uncno 6onbHbIX (%) 15(19)
XCH, uucno 60nbHbix (%) 49 (63)
CL, uncno 6onbHbIx (%) 11 (14)
NIHSS 1, 6annbi; Me (25%; 75%) 5(3; 8)
NIHSS 2, 6annbl; Me (25%; 75%) 2(1;4)
mRS 1, 6annbl; Me (25%; 75%) 2(0; 4)
mRS 2, 6annbl; Me (25%; 75%) 0(0;2)

Mpumeyaxne: UMT — uHpekc maccol Tena, Al — apTepuanbHas runeptonus, BLIA — Gpaxvioue-
danbHble aptepun, UBC — nwemmnyeckas Gonesub cepaua, @M — dubpunnsums npeacepanii,
XCH — xpoHuyeckasi cepaeyHasi HeocTato4HocTb, Cf] — caxapHbiit anabet, NIHSS 1 u NIHSS 2 —
oueHka no wkane NIHSS npu 1 1 2 uccneposanmsix, mRS 1 1 mRS 2 — oueHka no Moanduumpo-
BaHHOI Lukane PaHKkHa npu 1 1 2 UccnenoBaHmsX.



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust

BripaxkeHHOCTh HEBPOJOTMUYECKUX HAPYIICHWIA OIEHUBAIN C
TTOMOIIIBIO IKATBI MHCYIbTa HallmoHabHBIX MHCTUTYTOB 3710-
poBbst (NIHSS), omeHKY (GYHKIMOHANBHBIX BO3MOXHOCTEH
0oNbHOTO — M0 MoaupuIMpoBaHHOI 1Kane PankuHa (mRS)
[19]. UccnenoBanue BBIMOMHSIM MTPU MOCTYIIEHUU OOJBHOTO
1 TIOBTOPHO — 4epe3 3 Hell, Ha (DOHe TpOBeAeHNS peadKInTa-
IIMOHHBIX MepONpHsTHil. JIeueHne OCyIIeCTBISIOCh B COOT-
BETCTBMM CO CTAHIAPTOM OKa3aHUS METWIIMHCKON ITOMOIIH
6obpHBIM ¢ OHMK.

C 11671610 YTOUHEHUS XapaKTepa WHCYJIbTa U JIOKATU3aluy UH-
(bapkTa Mo3ra BceM OOJBHBIM TP TOCTYIUIEHUM TPOBOAMIN
MPT ronossl («Magnetom Symphony», Siemens, HanpspKeH-
HocTb MarHuTHOTo 1o 1,5 T). [To coOTHOLIEHNIO BETUYUHBI
MIIEMHAYECKOTO 0Yara ¢ 30HOM KpOBOCHAOXKEHISI 3aMHTEPECO-
BaHHOI apTepuu Kiaccu@uuupoBaad MHGAPKT MO3ra Kak Ma-
JIbIA, cpemHui, 6oblloii ¥ o0UpHbIH [20].

Takke BceM OOJTEHBIM BHITTOTHEHBI IYIIEKCHOE CKaAHMPOBAHUE
BIIA, DKI, sxokapmuorpadus, ucciegoBaHUE TeMaTOJIOTU-
YecKuX MokasaTeNieil B COOTBETCTBUM CO CTaHIAPTOM JICUEHUS
OOJBHBIX MHCYJIBTOM. Ha OCHOBaHMHM COITOCTABIICHMSI aHAM-
HECTMYECKUX JaHHBIX O Ae0roTe 3a00eBaHKs, 0COOEHHOCTEM
KIMHAYECKUX TTPOSIBIICHUH, Pe3yIBTaTOB YIBTPa3BYKOBOTO 00-
CIICTOBAaHUS U HEMPOBU3YAIN3ALUK OMPEIEIISIIN ITaTOTCHETH-
YecKMi OATUI UILIEMUYECKOTo MHCYIbTa (CM. Tab. 1).

Hanuuue 1 cTpyKTypy IbIXaTeIbHBIX HAPYIICHMIA BO CHE U3ydaln
METOJIOM CYTOYHOTO KapANOPECTIMPATOPHOTO MOHUTOPUPOBAHHUS
¢ momotipio mopratuBHoi cucteMbl KT-04-3P(M) («MHKapT»,
CII6). UccnenoBanue BBIMOMHSIM Ha 2—5 cyT OT AebroTa 3a00-
JIEBAHUS U TIOBTOpHO — Yepe3 3 Hen. Perucrpanms HJIC Bbimon-
Hanach ¢ 23.00 mo 7.00 yac. AHanM3 IbIXaTebHBIX HapyLIEHUit
OCYIIECTBIISUICS] B @BTOMaTMYECKOM PEXKUME U JOTIOJHSUICS BU-
3yaJIbHOM SKCIIEPTHOM OLIEHKOI Kaxmoro (pparmeHTa. Peructpu-
poBau: obiiee yncio anu3onoB HJC; anu3omst 00CTpyKTUBHO-
ro anHod (OA) — CHIDKeHMe TI0TOKOBOI CKOpocTH Booxa Ha 90%
u Oonee B TeueHue 10 ¢ u Gonee ¢ pecnMpaTOPHBIMU YCUITUSIMU
BO BpeMsI BCET0 3IU30/a; 3Mu30/bl LA — CHIDKeHIe MOTOKOBOM
ckopocty Bioxa Ha 90% u 6otee B TeueHue 10 ¢ 1 Gosiee Oe3 pe-
CTIMPATOPHBIX YCHJIMIA BO BpeMs BCETO STU30/1a; ATTU30/IbI THIIOT -
HO3 — CHIKEHHE TIOTOKOBOM CKOPOCTH BIoxa Ha >50% B coyeTa-
HUU co cHikeHreM SpO; Ha >3% OT UCXOIMHBIX 3HAYCHHIT JTMOO
CHIXXEHHMe MOTOKOBOI CKOpOCTH BIoXa Ha >30% B coYeTaHUHM CO
cHikenreM SpO, Ha >4% OT MCXOMHBIX 3HAYCHUIT; MHIEKC arl-
Hoa/rumnonHo3 (MAT) — Konm4yecTBO ammHO3/TUIIOITHO? B Yac;
uHaexc runokcemuu (MT') — konmnyecTBo 3MM3010B AecaTypalum
(cHmkenue SpO, Ha >3% OT UCXOMHBIX 3HAYEHMIT) B yac. Takke
OLIEHMBAIY NTOKA3aTeNN CaTypallui — CPENHUMA, MUHUMAIbHBIA
U CcpemHeMaKCUMAbHBI YpOBEHb CaTypalii, MaKCUMaJbHYIO
JUTUTENTbHOCTh 3MU30/1a JecaTypalyy (IIpd KOTOPOM apTepualib-
Has catypauus 6biia MeHee 90%), CyMMAapHYIO JIMTEIbHOCTD
SIM30MI0B JIecaTypallii M CPEOTHUI MUHUMAJIbHBIN ypoBeHb O,
B BIM30/ax aecatypauuu [21].

ITo cootHomeHuto KoauvectBa anu3onoB OA u LA cyaumu o
MIPEUMYIIECTBEHHOM XapaKTepe AbIXaTelbHBIX PACCTPOUCTB Yy
KOHKpeTHOro mauuenTa. Tak, eciau Goyiee MOMOBUHBI 3aperu-
crpupoBanHbix HIIC 6bi1u npeactaBnensl LA, nuarHoctupo-
BaJIM MPEUMYIIECTBEHHO 1IEHTPaTbHOE anHo3. Hanpotus, npu
nomunHupoBanuu OA (6osee 50% Bcex HIC) armHo3 onpenesnsi-
T KaK MPEUMYIIEeCTBEHHO 00CTpyKTUBHOE. CTeneHb TSHKeCTH
HJIC onenusanu no BenuuuHe MAIL 5—14 coObituii/yac —
nerkue, 15—29 — ymepeHHo Tsexenbie, 30 U 6ojee — TsXKeNnble
HapymieHus. [lokazatens MAIT MeHee 5 cobbITHil/Uac cBUIe-
TeJbCTBYET 00 OTcyTCTBMM 3HaUMMbIX HIIC.

VLeMUSECKvii MHCYNIBT 1 HAPYLLUEHVE fibIXaHKs! BO CHe

C 1enpl0 HUBENUPOBAHMS HETATHBHOTO BIMSHMS 3IU30I0B
runokcuu, ooycnosieHHbix HAC, y manuentos ¢ MAI>15 co-
ObITUii/9ac B TeueHue 7 mHei octpeiinieil (a3bl MHCYIBTA BO
BpeMs1 HouHoro cHa ¢ 23.00 no 7.00 yac Mcrmoab30oBaIud BO3-
BBIIIIEHHOE TI0JIOKEHME TaleHTa (TObeM TOJIOBHOTO KOHIIA
Kkposaty Ha 30°) B couetaHuu ¢ nHCyDdaaLmeir Kucaopoaa co
CKOPOCThIO 2—4 J1/MUH (4epe3 HOCOBYIO KaHIOJNIO) C TOAAep-
KaHMEM YpOBHS TKaHeBoii carypaimu O, He MeHee 95%, mon
KOHTpPOJIEM TUTMTAIbHOIO TaTYMKA.

Craructryeckas 06pad0TKa MOJTyYeHHBIX JAHHBIX BHIMOJHEHA
¢ moMoIIkIo porpaMMmel Statistica 10 (StatSoft, USA). Mcrons-
30BaHBl METOIBI HEMapaMETPUICCKOTO aHaIM3a. Pe3ymbraThl
TIPE/ICTABICHBI B BUIE MEAMAHBI, MEXXKBAPTUIILHOTO MHTEPBAjIa
[Me (25%; 75%)]. dns aHanM3a JAaHHBIX B CBSI3aHHBIX CPYIINAX
MpUMeHsIu KpuTepuii BunkokcoHa. CpaBHeHME IBYX HE3aBH -
CHMMBIX TPYIIT OCYIIECTBISLIM ¢ momonibio U-kputepus MaH-
Ha-YutHU. CTaTMCTUYECKM 3HAYMMBIM DPE3YJIBTAaT CUUTAJICS
nipu p<0,05. 17151 BbISIBAICHMSI CBA3M MEXIY ABYMsI IPU3HAKAMU
BBITIOJTHSUTY @HAJTN3 C TOMOIIIBIO PAHTOBBIX Koppessiuii Crimp-
MeHa.

Pe3yibratsi

Nimemuueckuii MHCYIBT ¢ 00pa3oBaHMEeM MH(bapKTa B JEBOM
MOJyLIAPUK TOJIOBHOTO Mo3ra IepeHeciu 35 (45%) OOJbHBIX,
B mpaBoM — 31 (40%) u B BepTeOpaibHO-0A3WIIPHOM CHC-
teme — 12 (15%) GombHbIX. Y 68 (87%) OONBHBIX 3TO ObLI
nepsbiii uHCYET, y 10 (13%) — nosropubiit. [Ipu MPT 6oiib-
1I0# MH(APKT Mo3ra Busyann3uposaH y 23 (29%), cpennHuii —
y 13 (17%), manbiit uadapkt — y 42 (54%) GonbHbix. Kapano-
SMOOJIMYECKUIT MHCYJIBT ITuarHocTupoBaH y 26 (33%) maum-
€HTOB, JaKyHapHBIA — y 25 (33%), aTepoTpoMOOTHYECKUA —
y 19 (24%), uHcynsT HeyToYHeHHOro reHe3a — y 8 (10%) 60J1b-
HbIX. [eMoiMHaMuUyecKn 3HauMMBlii atepockiepo3 BIIA (cte-
HO3 6osiee 60% o AuaMeTpy apTepru) BHISBIEH IPK JyILIEKC-
HOM cKaHupoBaHUU y 24 (31%) GOJbHBIX, TEMOAMHAMUYECKH
He3HauMMblid — ¥ 51 (65%) mauueHTa. Y ocTalbHBIX OOJbHBIX
He BBISIBJIEHO MTPU3HAKOB aTepockiiepo3a bIIA.

WcxomHo TsKecTh HEBPOJIOTMYECKOro AeUIMTA [IPU OLIEHKE
no mxane NIHSS Bapbuposana ot 1 go 18 6amnoB, B cpenHeM
Obl1a paBHa S (3; 8) 6amnaM. OLeHKa nmoBceqHEBHON aKTUBHO-
ctu 6onmbHOTO (MRS) coctaBuna ot 0 o 5, B cpentem — 2 (1; 4).
Yepes 3 Hemenu Ha (oHe peaOMIMTALIMOHHBIX MEpOIpPHUS-
THHA OTMEYEHO YMEHbIICHHE BbIPAXXEHHOCTU HEBPOIOTHYE-
cKux pacctpoiicTs. [Ipu MoBTOPHOIL OlLIeHKe CpeaHUI 6asL 1Mo
NIHSS cocrasun 2 (1; 4), GyHKIIMOHATBHOTO COCTOSTHUS TIO
mRS — 0 (0; 2).

[Ipu kaparopecnMpaTOPHOM MOHUTOPUPOBAHUU Y OONBIIMH-
CTBa 00C/IeJOBaHHBIX MAlLIMEHTOB BhIsIBAeHbI pazaudHbie HIC.
IMokasarens MAT Bapsuposai B quamasone 0—70 gac™!, mequa-
Ha UAT cocraBmna 17 (9; 25) wac™!. UAT Gonee 4 gac™' 3apern-
crpupoBaH y 69 u3 78 (88%) GonbHbIX. [Ipu 3TOM JOMUHUPO-
Bam ymepeHHble (AT 15—-29 vac™') u Tsxensie (MAT 6onee
29 yac™') paccrpoiictBa (cM. Taba. 1). [Tpenmymiectsenno A
BepuduLupoBaHo y 9 (13%) u3 69 60IbHBIX, Y OCTaIbHBIX 60
(87%) — npeumyinectseHHo OA.

Yepes 3 Hemenu oTMeYeHbI U3MEHEHUS! HEKOTOPBIX Mapame-
TpoB, Xapakrepmsyonmx HJIC (tabm. 2). Tak, 3apeructpu-
poBaHo cHuxeHue AT (p=0,012), uyTo coueTanoch ¢ yMeHb-
HIEHWEeM 4Kcia OOJNBHBIX ¢ YMepeHHbIMU U TsxeabiMu HJIC
(MAT>14 gac') u yBenmueHHeM 4Kcia OOJBHBIX C JIETKUMU
HAC, umetommmu UAT 5—14 gac! (p=0,026). Kak BumHO u3
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Ta6muma 2. /innamMuka mokasareieil HApYIIEHHs] IbIXaHUs BO CHE

MapameTtp

Me (25%; 75%)

HAC, konnyecTso 3ann3o0a08

HAC ¢ runokcueid, KONMYecTBO ANM30M0B

HAC co cHuxennem YCC, konnmyecTso anun3on0B
ArH03, KONIMYECTBO 3NM30M0B

AMHO3 C rMnoKcmeit, KONMYECTBO NU30A0B

AnHO3 co cHuxeHnem YCC, KonMyecTso ann3oa0B
LIA, konnyecTBo anu3onoB

LIA ¢ runokcyein, KONMYECTBO AMNU30/0B

LIA co cHmxeHuem YCC, konmyecTBo ann3opnoB
OA, KONMYeCTBO 3NK30/10B

OA ¢ runokcueit, Konn4ecTBOBO 3NM30/0B

0A co cHuxeHnem YCC, KonmyecTso anu3onos
[MNONHO3, KONMYECTO 3NNU30[0B

[unonHo3 co cHmkernem YCC, KonnMyecTso anu3on0B
WAI, yac™!

Taxectb HAC, yucno 60mbHbIX (%)
NAT <5, yac'!

WAT 5—14, yac'!

WA 15-29, yac™!

WAT >29, yac™!

Cartypaums cpepHss, %

Carypaumsi MuHUManbHasi, %

Carypaums cpegHeMakcumanbHas, %

MakcymanbHas LuTenbHOCTb 3Nv304a Aecatypaumm, ¢
CymmapHas anuTenbHOCTL SMU300B AecaTypauui, ¢

CpenHnin MuHMManbHBIN ypoBeHs O, B ann3oaax aecarypauum, %
WHpekc runokewu, vac™!

Mpumeyatme: HAC — Hapylwenue Abixanms Bo cHe, LIA — LieHTpanbHoe anHoa, OA — obcTpykTHBHOE anHo3, YCC — yacToTa cepAeyHbix CoKpaLLernid, VAT — MHAEKC anHo3-rmnonHoa.

1-e uccnepoBanme 2 uccnepoBaHue 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 (15)
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

Taommua 3. Junamuka AT, VT u BbIpakeHHOCTH HEBPOJIOTHYECKHX PACCTPOMCTB B 3aBucHMOcTH 0T TsukectH HIC

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

Me (25%; 75%) 1-e uccnegoeanue 2-e nccnegoBanue 1-e uccnepgoeaHue 2-e nccneposanmne
NIHSS, Gannbi 4(2;8) 2(1; 4) 5,5 (3; 8) 2,5 (1; 5)*#
mRS, 6anbl 1(0; 4) 0(0; 1)* 3(1;4) 1(0; 3)*#

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

W, yac™! 2(0; 6) 0(0; 6) 10 (2;21) 5(2; 11)*

Mpumeyanue: * — p<0,05 — no CPaBHEHMIO C UCXOAHBIM 3HAYeHWeM B rpynne; # — p<0,05 — npu cpaBHeHUM nokasatenei mexay rpynnamu; NIHSS — ougHka no wkane NIHSS; mRS — oueHka no Mogmbuum-

POBaHHOM Lwkane PankuHa; NAT — MHEeKe anHoa-runonHoa; UM — MHAEKC rynokeum.

Tabm1. 2, JaHHasI TMHAMKKa 00YCIIOBJICHA B OCHOBHOM CHITXKE-
HueMm HJIC nieHTpanbHOro reHesa, Toria Kak BhIPaKEHHOCThb
HJIC, cBsi3aHHBIX ¢ 0OCTPYKIIMEi IbIXaTeIbHbIX MyTei, coxpa-
HSJIaCh Ha IIPEKHEM YPOBHE.

B 3aBucumoctu ot tskectn HJC 6ombHBIE ObITM pacripesesie-
Hbl B 2 tpynmnsl. [anments! ¢ UAT 0—14 yac™! cocraBmm 1-10
rpynmny (n=32), 6onbHbie ¢ UAT Gonee 14 yac™! — 2-10 rpyminy
(n=46). IpynIsl 6bUTM COMOCTABUMBI ITO TTOJTY, BO3PACTY, JIOKa-
JIM3aINK ¥ BeIMIMHe MH(DapKTa MO3Ta, BRIPaKeHHOCTH aTepo-
ckieposa BLIA, xapakTepy KapauaabHO# MaTOJOTUH, a TAKXe
TSKECTU HEBPOJIOTUUECKUX HApYLLIeHMIA (Tab. 3).

Yepes 3 Hem B 00enx IpyImax OTMEYCHO YMEHBIICHNE TSKe-
CTU HEBPOJIOTMYECKUX PACCTPOMCTB U YAy4LIEHUE MTOBCEIHEB-
Horo (GYHKIIMOHUpPOBaHUS. B pe3ynsrate B 1-ii rpymme oueH-
ki mo NIHSS 1 mRS cranu craructudyecku 3HaYMMO MeHb-
e (p=0,04; p=0,02), yem Bo 2-it rpymme. Bmecte ¢ Tem B 1-i
rpymme BoIpakeHHocTh HIC cylecTBeHHO He M3MEHWIIACH,
COOTBETCTBYS JIETKOW CTENeHM, M (PYHKLIMOHAJIBHbIC CIBUTH
HaOmoganuch Ha (oHe cTabmnbHbBIX mokasaTeneir MAI u UT
(cM. Tabn. 3). Bo 2-i1 rpynme Tak:ke OTMEUYEHO HEBPOJIOTHU-
yeckoe yiayuuieHue (p<0,05), KoTopoe accoUMMpOBaIOCh C
ymeHblieHneM Tsokect HIC 1 cHikeHneM mokasateneit UAT
(p=0,004) u UIT" (p=0,02). [Tpu 3TOM BO 2-ii rpyIIeE BHISBICHA



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust
JwemMyecKuii MHCYLT W HapyLLEHWE JblXaHus BO CHE

Taomma 4. Tunamuka VAL, AT u BbIpakeHHOCTH HEBPOJIOTMYECKHX PACCTPOiicTB Y 00abHbIX ¢ Tskeabivia H/IC B 3aBHCHMOCTH OT HAJIMYHS KOPPEKTH-
PYIOIIMX BMEMIATEbCTB

Mokasarenb F'pynna A (n=30) F'pynna b (n=16)

Me (25%; 75%) 1-e uccnepoBanue 2-e nccnepoBanmue 1-e uccneposanue 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, vac" 23 (18; 29) 19 (11; 24) 33 (19:50)## 22 (16; 38)*

Wr, yac™ 7(2; 25) 4(2; 8) 11 (5; 20) 6(2; 18)

Mpumeyatme: * — p<0,05 — no cpaBHEHMIO C UCXOAHBIM 3HaueHreM B rpynne; # — p=0,051, ## — p=0,062 — npu cpaBHeHuM nokasarenei Mexay rpynnamu; NIHSS — ouetka no wkane NIHSS; mRS — oueHka
1o MOAMGULMPOBaHHOI LKkane PaHKHA; VAT — MHAEKC anHO3-runonHoa; UIM — nHaeke runokemu.

TpsMast KOPPeJISIMS MEXIY BBIPAXXEHHOCTHIO HEBPOJIOTHYE-
ckux HapymeHuit u AT yepe3 3 Hen oT Hauaia 3aboyieBaHUS:
RNIHSS/I/IAF=0:45 (p=0,003), RmRS/I/IAF=Os44 (p=0,004).

MBI TONOJTHUTENLHO OLIEHWIN BIUSTHUE KOPPEKIIMU TUTIOK-
cun, odycnosnenHoit HJC, Ha nuHaMUKy QYHKIIMOHAIBHO-
T'0 BOCCTAaHOBJIEHHS C MOMOIIBIO MHCY(DGIALNU KUCTIopoaa
CO CKOPOCTBIO 2—4 JI/MUH B COYETaHHU C BO3BHIIICHHBIM
MOJIOXKEHUEM TMalMeHTa (MoAbEeM I'OJIOBHOIO KOHIIa KpOBa-
i Ha 30°) BO BpeMsI HOYHOTO CHa. {11 3TOTO MallueHTH 2-i
IPYIIb — ¢ yMepeHHbIMU U TskeasiMu HIIC — Obl11 pasme-
JIEHBI B CBOIO OYepe/b Ha JBE TPYMIIbL: rpynmna A — 6e3 Kop-
pekuuu (n=30), rpynna b — ¢ koppekuueii (n=16). [pynmsl
ObLIM COMOCTAaBUMBI IO BCEM OCHOBHBIM XapaKTepUCTHUKAM,
0IJHAKO OOJBHEIC IPYMITEI b MCXOMHO MMeTN TEHICHIINIO K
Oosbleit TsSKecTH HapymeHuit (taon. 4) mo mRS (p=0,051)
u UAT (p=0,062).

Yepes 3 Hem oTMeUeHa TTO3UTHBHAS AMHAMUKA BbIPaXKEHHO-
CTU HEBPOJIOTMYECKUX PACCTPOICTB U TIOBCETHEBHOTO (DYHK-
LMOHUPOBAHUS, TPUYEM IPYMIbl A v b ypaBHSIUCH 10 OLIEH-
ke NIHSS u mRS (cm. Tabn. 4). Ouenka mo NIHSS B rpymnme
A cHusunach Ha 2 (1; 4) 6amna vs 4,5 (2; 5,5) 6a/ioB B TpyIm-
ne b (p=0,03). Ouenka mRS ymeHblmnacy B rpymmne A Ha |
(0; 1) mynkr vs 2 (0,5; 2) mysakTa B rpymme b (p=0,018). Otu
M3MEHEHUsT HabMonaiuch Ha GoHe CTaTUCTUYECKU 3HAYMMO-
ro ymenbineaus AT B rpymme b (p=0,02), Torma Kak B IpyIi-
ne A usmernenus UAT Obutn MeHee oTyeTauBbiMU (p=0,063).
TakuMm 00pa3oM, MONYYEHHBIE MAHHBIE TO3BOJISIOT TPEATIO-
JIOXUTH AOTIOTHUTENBHOE TONIOXUTENbHOE BIUSHUE MO3UIIM-
OHMPOBaHMS OOJILHOTO C TIPUITOAHSATHIM TOJIOBHBIM KOHIIOM 1
MHCY(DOISIIMU KUCIOPoaa B HOUYHBIE Yachl HA BOCCTAHOBIIE-
HUE HEBPOJOTUYECKUX (QYHKUMI y OOJBbHBIX MIIEMUYECKUM
WHCYJTBTOM.

O0cyxnenue

Cunnpom HJIC — pacmipocTpaHeHHast MaTojoTHs, KOTOPast
Bcerpevaercss y 20% B3pociioro XeHckoro M 49% B3pocioro
MyXcKoro HaceneHus EBponbl 1 AMepuku [22—24]. daHHbIe
JIUTEPATyPhl CBUIETEHCTBYIOT O TIPOIOJIKAIOIIEMCS POCTE BbI-
SIBJIEHUST IbIXaTeIbHbIX PACcCTPOICTB BO CHE Ha TMPOTSKEHUU
nocienHux net [24]. Ipexne Bcero, ato otHocuTcst K COAC,
4TO0, KaK MOJIaraioT, BO MHOTOM CBSI3aHO C POCTOM OXUPEHUS U
CTapeHUeM MOy B 11eoM [25]. MHorue dhakTopsl pucka
COAC accouuupylotcsl ¢ pa3BUTHEM CEepIEUHO-COCYIUCTOM
naronorun [26]. KpoMe mpouero, noka3aHa BbICOKass KOMOP-
oumHocts COAC ¢ TakuMu KapAMOBAaCKYJISIPHBIMU 3a00JIeBa-
HUSMU, KaK apTepuaibHas runiepronus (Al'), UBC, cepaeunas
HEJ0CTaTOYHOCTh, HApYIIeHUsT puTMa cepala, Bkaodas @I, a
TaKXe ¢ pasIMYHBIMU (popMaMK HapyILeHUIA YIIeBOAHOTO 00-
MeHa U MeTaboJMIECKUM CUHAPOMOM [27].

CoBpeMeHHBII ITOIXO OTpeIeIsieT MHCYJIBT KaK KITMHAIeCKHI
CUHJPOM, SIBJISIOIIMIACS B TOAABISIONIEM OOJBIIMHCTBE Liepe-
OpaJIbHBIM OCIIOXHEHHEM OOJIe3Hel cepiiia, COCyIoB, KPOBH.
[Toatomy HeyauBuUTENBHO, UTO BeTpeuaeMocTh HIC y maumeH-
TOB B OCTPOM IIEPUOIe MHCYIBTA TIPEBBIIIACT MOMY/ISIIMOHHbIC
nokaszarenu. Tak, B HameM uccienoBaHuu 3HaunMble HJIC
BBISIBJICHHI Y 88% MaIMEHTOB, YTO COM3MEPUMO C pe3yiIbTara-
MM, TIONTYdeHHBIME IpYTMU aBTopamu [12]. Cpemu hakTopos,
accouuupytommuxcs ¢ HannureM HJIC, Bexyiyio posb y oocie-
JOBAHHBIX OOJIBHBIX MTPANI BO3PACT, HAIMUUE U TKeCTh Al
ungekc Maccel Tena (MMT), kypenne u CJ1, uTo coracyercs ¢
JaHHBIMM JIUTEPATYpHI. Botee TSoKeTbIe IpIXaTeTbHbIE HapyIIe-
HUS Takxe ObUM conpstkeHbl ¢ HammuneM OIT [28]. Opyrumu
CJIOBaMU, IIPX OCTPOM UILEMUYECKOM MHCYJIbTEe (PaKTOPhl PU-
CKa 1 KoMopoumgHbie cocTossHus cuaapoMa HAC nueHTIIHET
TPaIMIMOHHO PACCMAaTPMBAEMBIM B OOLIEH MOMYJISILIUH.

B Harmem nccienoBaHMy Y KapAUOPeCITMPaTOPHOM MOHHUTO-
pupoBaHuu y Bcex nauueHtoB ¢ HIAC peructpupoBanuch Ha-
PYIICHHS IBIXaHUS KaK OOCTPYKTUBHOTO, TaK U IIEHTPAIBHO-
ro Tumna. I1o cOBOKYIMHOCTU KOJUYECTBEHHBIX XapaKTepUCTUK
JIbIXaTeJIbHble paccTpoiicTBa y GombIIMHCTBA (87%) OOMBHBIX
HaOMI01aeMOii KOTOPThI ObLTM KJIacCH(DUUMPOBAHHI KaK Ipe-
numyniectBeHHO OA, omHako Yy 13% manueHToB ObLIO BBISIBIIE-
HO TIpeumyIiecTBeHHO 1IA, pacmpocTpaHeHHOCTb KOTOPOTO B
TOIYJISIIMU B 2 paza MeHblIe (MeHee 5%) [29]. Kak u3BecTHO,
TaTOTeHe3 HapyIIeHNI TbIXaHus 10 THITy LA BKITIoyaeT Haps-
JIy C COMaTUYECKOM narojioruei, 3a001eBaHUsIMU Cepjilia co0-
CTBEHHO HalMyKe TTOPAXEHUSI CTPYKTYP LEHTPATbHON HEpB-
HOI cHCTeMbl, 00pa3yloLIUX TaK HA3bIBAEMbI «IbIXaTebHBII
ueHTp» [30]. OcHOBHOE 3HaUYEHUE B PETYISILUU IbIXaHUSI OTBO-
IWTCS KayJTaJbHEIM OTHEIaM CTBOJIA MO3Ta — MEXIY CPEIHU-
MU OTIeJaMM MOCTa ¥ I'paHUIIEH TPOJ0JroBaTOro ¥ CIIMHHOIO
Mmosra. [lo maHHbIM nutepatypbl, LA pa3BuBaeTcs yauie npu
MOPaXXEHUH CTBOJIA M OCTPOBKOBOM IO TOJIOBHOTO MO3Ta, U
HUMEHHO C 3TUM CBsi3aHa 6oJiee BhICOKas paclpoCTPaHEHHOCTh
LA y matrieHTOB ¢ MHCYa5TOM [30].

CorracoBaHHast MO3UIINS UCCIEIOBATEICH COCTOUT B TOM, UTO
HJC uvame npeAiecTBylOT MHCYJBTY, OAHAKO WHCYJIBT MO-
KET COIPOBOXIATBCS YCHIICHHEM MX TSDKECTH MM B HEKOTO-
poIx cnyyasx Be3bBaTh HIC de novo [31-33]. Dra runoresa
TOJIEPXKUBACTCSl PE3YJIbTaTaMU HECKOJBKUX MCCIICIOBAHUIA,
npoaeMoHcTprpoBaBMK yMeHbIeHre HIC mocne ocTpoii
cTanuu uHcynbra [32—34]. B HaleM uccienoBaHUU TakxKe Ha-
0J11071a10Ch CHMXKEHUE 4acTOThl 3Mu3010B anHod, UAT u UT
yepe3 3 Hel OT pa3BUTHS MHCYJIbTA, TIPH 3TOM YBEIUYMIACH
nojist 6ombHbIX ¢ AT Menee 15 wac™! ¢ 41 no 55% (p=0,045).
JlMHamMuKa 1epeOpalbHbIX M3MEHEHMH, B TEPBYIO OuYepeib
YMEHBIIEHNEe OTeKa MO3Ta, HOPMaIM3alus CepaeIHO-JIerod-
HBIX (DYHKLIMH, YKOpPOYEHHE BPEMEHM CHAa B BBIHYXKICHHOM
MTACCUBHOM TIOJIOXEHUM JIeXa Ha CITMHE, KYIMPOBaHUE COMa-
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TUYECKUX OCTOXHEHUI MHCYNBTA, TAKMX KaK acIMPaIMOHHAs
ITHEBMOHUS, HAPYLIEHWS PUTMA CEPILIA, CYMTAIOTCA OCHOBHBI-
mu npeanocsuikamu ymenbienust HIC [33]. Onnako moayep-
KHEM, 4TO, TI0 HALIIUM JAHHBIM, TIO3UTUBHbIE CABUTY OTMEYEHBI
B OTHOILIEHUU MpeumyliecTBeHHO LIA, Kak v B UccienoBaHUM
O. Parra u coasr. [32]. B to xe Bpemsa HJIC Bciencreue 06-
CTPYKIIMH JIBIXaTeJbHBIX MYyTEi XapaKTepPU3YIOTCs CTAaOUIBbHO-
CTBIO TIPOSIBIIEHWIA B TEYEHUE OCTPOTO TEPHO/IA MHCYJIbTA.

B nuteparype obcyxmaioTcs pa3iM4HbIE BO3MOXHBIE MeXa-
Hu3Mbl Biusinust COAC Ha TeueHMe MHCYNIBTa, KOTOphIE pea-
JIM3YIOTCS Yepe3 HeCTaOMIIbHOCTh TEMOIMHAMMKHM B BUIE 3Ha-
YUTEJbHBIX KonebaHuit uudp AJl Bo BpeMs 3mu3oia amHod
(monweM cuctoauveckoro AJl Ha 30—100 MM pT. CT.) ¥ HapyIie-
HUSI pUTMa CEPIIIa, a TakKe yepe3 yeyryoneHne TucyHKIN
SHIOTENUS U CHUXEHHE YYBCTBUTEIBLHOCTH 0ApOPEIeIITOPOB.
Bce 310 acconmupyercs ¢ yxyaiieHHeM MO3TOBOTO KPOBOTOKA
[35, 36]. [ToBTOpHbIE 3MKM30bI TUIIOKCEMMHU, AKTUBALIMS TIEpe-
KMCHOTO OKHMCJIEHWS JMITUIOB, MOBBILIEHUE YPOBHS MPOBOC-
MATUTETBHBIX MEIMATOPOB MOTYT OKa3bIBAThH IOTOJHUTEIIh-
HOE HeOJaronpusaTHOe BO3NCHCTBHE HA 30HY NEHYMOpPHI U,
KaK CJIeJCTBUE, YCYIYOJISATh HEBpOJIOrnueckuii aepuimt [36].
OTH U3MEHEHMS aCCOLUMPYIOTCS ¢ 00JIee TSIKEIbIM TeUSHUEM
MHCYJbTa U CHUKEHMEM BOCCTAHOBJICHMS HEBPOIOTUUYECKHX
(ynkumit. B Hamieir rpymme HaOMOOEHUS TakKKe OTMEYCHO
Xyaiee (YHKIMOHAIbHOE BOCCTAaHOBJICHUE y MAlMEHTOB C
yMepeHHbIMU 1 TsxesnbiMu HJIC.

JInst yiydiieHus: MpOrHO3a PaHHEro BOCCTAHOBJEHUS TOCTE
MHCYIBTa OBUIO TIpeutokeHo ucronb3oBaTh CPAP-tepamiio,
OJIHAKO NMPUBEPXEHHOCTh €ii KpaiiHe HemocratouHa [12, 16,
37], a BemynmMu (haKTOpaMu HU3KOM IIPUBEPXEHHOCTH TAIM-
enta CPAP-Tepanuy cunTaloTcst pa3nnyHble CTENEHN U3MEHe-
HUSI CO3HAHWsI, KOTHUTUBHBIE HAPYIIEHUS, TTOCTUHCYJIBTHAS
TPEBOTa M JEIpeccHs, BbhIPaKEHHBIC ABUTATEbHBIC HapyIlle-
Hus [38]. [lepcrieKTMBHOM aNbTePHATUBOM B 3TOM OTHOLIEHUM
MIPEeNCTaBIseTCS HCIIONb30BaHUE OKCHUTCHOTepanmuu. Panee
BBITIOJIHEHHBIE CCle0BaHus ¢ yyacTreM naiueHToB ¢ COAC,
nosyyaBmux MHCydasuuo O, B HOYHbIE Yachl, IPOAEMOH-
CTPUPOBAIM YMEHBIUICHHUE TSDKECTH JIbIXaTeNbHBIX HAapYLICHUI
(camxenue MAIL, UT') u yaydireHne TKaHEBOM OKCHUTCHAINMH
[39]. IMpuyemM Mo BAMSIHUIO HA HOYHYIO CaTypalUIO OKCUIe-
MOTJIOOMHA OKcureHotepanusi Obuta comoctaBuMa ¢ CPAP-
TEpanuei.

JpyruM HeWHBa3UBHBIM ToAXoAoM K yMmeHbmieHuio HJIC
SIBJISIETCS TIO3UIIMOHHAS Tepamusl, KOTopasl Hapsioy O CHU-
KeHueM Beca MeHee 25 kr/m? nu6o Ha 10% u GoJee, yBe-
JuyeHueM (Gu3nMyeckoil akKTMBHOCTH, OTKa30M OT MpHemMa
AJIKOTOJIST ¥ MCKITIOUEHUEM CeIaTUBHBIX CPEIACTB B THEBHOE
BpeMsl OTHOCUTCSI K BEIYLIUM ITOBEICHUECKUM CTPaTeTUsIM
npu Kypaiuu nauueHToB ¢ COAC [40]. ObocHOBaHMEM TO-
3WIMOHHON TEPaIuu, T.e. ONTUMM3AIMH MOJOXEHHUS B TI0-
CTEM BO BpeMs CHa, CIYXUT (pakT CYIIECTBOBAaHMUS ITO3HU-
unorHOro COAC, KOTOpHIN IPOSIBIIETCS MIMEHHO BO BpeMsI
CHa B TOPU30HTATbHOM IOJIOXKEHUU Ha CIIMHE U BBISBISETCS
y 56% 6oabHbix COAC [41—42]. TToka3aHOo, 4TO IONOXEHNUE
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Ha CITMHE MOXET YMCHBIIUTh BEIMYMHY IPOCBETA BEPXHUX
JbIXaTeNbHBIX MyTeil (0COOEHHO — TOMNEepeyHblid pasMmep),
nmostoMmy mammeHTaM ¢ COAC pekoMeHmyeTcsl M30erathb
3TOr0 IOJIOXEHHUST BO BpeMs cHa. Hambonee mpuemiieMbIM
CUMTaeTCs TMOJIOXEeHUE Ha JEBOM 0OKY, a TaKXe TPUITOTHS -
Toe monoxeHue [42]. BaxHo, 4TO MO3MIMOHHAS Teparus
conpoBoxnaercs cHuxkeHueM MAT u ortiMuaeTcs BBICOKOI
KOMIUTAGHTHOCTBIO, KOTOpas IIPEBHIIIACT IIPUBEPKEHHOCTD
CPAP-tepanuu [42].

DPGeKTUBHOCTh MO3UIIMOHHBIX TOAXON0B M OKCUTEHOTEpa-
MUK B OTHOIICHWM PAaHHETO BOCCTAHOBJIECHUS IPH MIIEMUUE-
ckoM uHcynbre y 60pHBIX ¢ COAC paHee He OLEHMBANach,
XOTsl B TIOCJIEIHEE BPEMS BOIPOCH PAllMOHAIBLHOTO MO3UIIM-
OHMPOBAaHMS B MOCTEJM OOJBHOTO ¢ OCTPHIM MHCYIBTOM BBI-
3bIBAIOT HayyHBIN MHTepec. Tak, B ABCTpaJuM BBITIOJHEHO
mMpokomacitabHoe uccnenoaHue (HeadPoST), B kotopom
MOJTy4eH HeNTpanbHBIN pe3ynbrar [43, 44]. BmusHus no3unm-
OHMpPOBaHMS IAIlFieHTa Ha TeUeHIE 3a00IeBaHNS U paHHHE IC-
XOJIbI MHCYJIBTA, BKII0YAs PyHKIMOHUPOBaHKE Yepe3 90 mHeil,
He BBISIBJIEHO, YTO CBSI3QJIM C BKJIIOYEHUEM B UCCIIEOBAHUE OT-
HOCHUTEJIbHO JIETKUX 00JIbHBIX, MMeBIIUX oleHKY o NIHSS 4
(2; 9) 6amnoB. OmHAKO CYOBbEKTUBHO MALIMEHTHI MPEITIOYUTAIN
MIPUTIOTHATOE TIONIOXKEHME B TIepBHIC CYTKU 3aboneBanus. Mc-
CIIeIOBATENIN BBHICKA3AJIM MIPEATIONOXEeHME, UTO 3(h(HEeKTUBHBIM
BMeEIIATeIbCTBO MOXKET OBITh Y 00Jiee TSKEbIX OOJIbHBIX, C PU-
CKOM OOCTPYKIIVH OBIXaTeNbHBIX IMyTeil. UMeHHO Takoi moj-
X01 1 OBbUT IPUMEHEH B HallleM MCCJIeIOBaHMU.

[umotesa cocrosiia B ToM, 4TO pumnopHAToe Ha 30° monoxkeHne
00JIbHOTO B TIOCTEIM B KOMOMHAIIMU ¢ MHCYDOISAIME Kucmo-
poIa B HOYHBIE JACHI ITO3BOIMT YMEHBIINTh HHIYITNPOBAHHYIO
HJIC runokcemuio ¥ TKaHEBYIO TUTIOKCUIO U TEM CaMbIM YIy4-
IIUTh HEBPOJIOTMYECKOE BOCCTaHOBIeHME. [lomydyeHHBIe pe-
3yJIbTaTHI MOKa3aau 3G GeKTUBHOCTh JaHHOTO Toaxona. Bmecte
C TeM CliefiyeT 00paTUTh BHUMaHKE, YTO COOCTBEHHO TSKECTh
HJIC cymectBeHHO He M3MeHUIACh 1 1oka3atenb AT B rpyr-
nax A u b 6bL1 comocTaBuM, Kak UCXOAHO, TaK U uepe3 3 Hell.
Hexoropoe cHizkenne MAT u UIT" Habronanochk B 06eux rpym-
nax, Ho B rpynmne b Obuto Gosee 3HAYUMBIM, MO-BUAUMOMY,
MMEHHO 32 CYEeT YMEHBIICHNS TUITOKCHH.

3akmoyenue

ITpu uemuyeckom uncynsre HC, 06ycioBneHHbIe 00CTpYK-
LIMEH BEPXHUX IbIXaTCIbHBIX IYTEH, SBJISIOTCS YACTHIM M CTOM -
KWM HapyLIeHHEM, BbISBISIOIIMMCS Y OOJbIIMHCTBA OOJbHBIX.
Pannee ooHapyxenune u koppekius HIAC gaBnsercs BaxkHe-
IIAM 3BE€HOM TMOCTMHCYJIBTHON peabuautanuu. IlomydeHHbIe
JAHHbIE JEMOHCTPUPYIOT IOMOJHUTEIbHOE MOJOXUTEIbHOE
BJIMSIHAE TIO3ULIMOHUPOBAHUS OOJBLHOTO C MPUIIOAHSATBHIM TO-
JIOBHBIM KOHIIOM ¥ UHCYGhGIAIUY KUCIOPOJa B HOYHbIE Yachl
Ha BOCCTaHOBJICHHE HEBPOJOTMYECKUX (YHKIMU y OOJBHBIX
C UIIEMUYECKUM UHCYJIETOM.
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OtcyrtcrBue H-pednekca
KaK JOIOJIHUTEIbHbBIU
HEMPOPU3MOJOTNYECCKUI IPU3HAK
PA3BUTHA OCTPOU BOCIHAJIUTEIbHOMN
JTEMUETIUHU3UPYIOLIEU
[IOJIMHEBPOIIATUMU Y IETEU

B.b. Boiitenkos, A.B. Knumkun, H.B. Ckpumuenko, C.I. I'puropbes, A.1. AkcenoBa
@I'BY «Jlemckuti Hayuro-kaunuseckuil yenmp unghexuuonnbix Goaesreil Pedepanbroeo meduxo-Guoioeuteckoeo azenmemea», Cankm-Ilemepoype, Poccus

Beedenue. Pannss duaerocmuixa ocmpoii gochanumensholl demueaunusupyroweli noaunesponamuy (OBIII) npunyunuansho eajxcna 01 ceoespemenHoe0
HasHavenus mepanuy. [lpumensiemvie cmandapmHble MemoouKy 31ekmpoguau0a0euteckoll OUaeHOCIMUKY HA PAHHUX CIMAOUAX PA3GUMUS COCMOAHUS He 001ada-
10/ 00CMamoyHoil 4y8CmeumeAsHOCbIO.

Heavto patomei ssunocy usy4enue npueodnocmu uccredosanus H-pegekca 6 kauecmee uncmpymenma panneii uaerocmuku 3a60seeanus y demeii ¢ OB/II.
Mamepua.avt u memooot. O6caedosaro 57 demeii: 20 300poevix (7—14 aem, cpednuii eozpacm 12 1em) u 37 nayuermos (8—13 aem, cpednuii gospacm 11 rem) ¢ duae-
Hozom OBIII. Dnexmponetipomuoepapus (PHMT) nposodunacy na 3—7-ii Onu om noseenus nepavix cumnmomos. QueHusanlcy CKOPOCb nposedeHUs UMRYAbCA
10 MOMOPHBIM 60A0KHAM, amnaumyda M-omeemos ¢ nn. tibialis, ulnaris ¥ medianus, samenmrocmoy u nopoe M-omeema u H-pegnexca ¢ m. soleus.
PesyavmamaL. JJocmoseprbix pazauuii no nokazamensm amnaumyo MOMOPHbIX 0MBemo8 U CKOPOCHU NPOBeOeHUs UMMYAbCA MeICOy epYRRAMU 3apeUcmpuposa-
HO He 0bl10, mo2oa Kax pe3udyavras aamernmuocms M-omeema Obiaa docmosepro 6onvie 6 epynne OBIIL Y auy u3 epynnut kowmpoas H-peqhaexc peeucmpu-
posancs 6 100% cayuaes, moeda kax 6 epynne OBIII H-penexc 3apeaucmpuposan auws y 2 nayuenmos (5,4%). Y o6oux ykazannsix nayuenmos uccaedoganie
1POB0OUAOCH 8 HAUOOAEe PaHHUE CPOKY (3-U CYM OM MOMEHMA Pa3BUMUS NEPBbIX CUMNINOMOB) cpedu Bcell LccAed08aHHOI 2pYnNb.

Boisoowt. Tlpu OB, pazsusaioueiicst y demeil, Ha 3—7-¢ cym ¢ MoMerma pazsumust nepesix cumnmomos H-peghnexc omcymemeyem 6 94,6% cayuaes. Hecaedo-
earue H-peqhnexca na panneii cmaduu pazsumus OBIII y demeii modicem npumeHambcs Kax 00noAHUmMenbHbLi Kpumeputi OuazHOCUKY 3a001e6aHUs.

KioueBble ¢0Ba: ocmpas 60CHatumenvHas OeMueAuHUUpyouwas noAuHesponamus, snexmponeipomuoepagus, H-pepaexc, nayuenmos
demcko20 603pacma.

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. Voitenkov, 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.

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.
DOI: 10.18454/ACEN.2017.2.2
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Beenenne

OcTpast BoCHAIMTENbHAS ITeMUCTMHUUPYIOMIAS TIOMMHEBPO-
natusa (OBAIT) — uMMyHoomocpenoBaHHOE MaTONIOTMUYECKOe
COCTOSIHME, XapaKTepuU3ylolleecs pa3pylIeHUEM MUETUHO-
BBIX 000JI0YEK C pa3BUTHEM CHHAPOMA IOJMHEeBponatuu [1].
Benencrteue HapyiieHUs HOPMalbHOTO (DYHKIIMOHMPOBAHUS
neprdepruuecKX HEPBOB Pa3BUBACTCS PSII XapaKTepPHBIX (e-
HOMEHOB, TaKMX KaK BbIpaxkeHHasl aToNornyeckas pe3ucTeHT-
HOCTb K UIIEMUYECKOMY BO3MIEHCTBUIO [2].

Pannsist muarnoctrka OBJITT npyHLMIIMANIBbHO BaXKHa AJ1s1 CBOE-
BpPEMEHHOTO Ha3HAYeHWS MHTCHCUBHOM Teparmu. KimHude-
CKUII HEBPOJOTMYECKUI OCMOTpP Ha PaHHUX CTaAusIX ObIBaeT
HEeIOCTaTOYHO MH(POPMATHBEH, B 0COOCHHOCTH y IeTeil. B Heii-
POGU3NONOTNYECKOM AMArHOCTUKE MOJIMHEBPONATUil TIpUMe-
HseTcsl MeTonKa anekTpoHeiipomuorpadpuu (DHMTI). B paH-
HeM niepuone (mepseie S—7 ¢yt) OBII mpoBeaeHme 110 HepBaM
1 €T0 OCHOBHBIE 3IEKTPO(U3N0IOTMUECKOE TapaMeTphl, TAKUE
KaK JJTUTEIbHOCT M-0TBeTa M CKOPOCTh IIPOBEICHUS NMITY/Ih-
ca (CIIM), MoryT 10CTOBEpHO He OTJIMYAThCs OT HOPMBI [3].

Onnum u3 nokazareneit DHMI, paHo pearupyiommM Ha pa3s-
JITYHBIC T3MEHEHMS ITPOBEICHMS ITO TTepr(epIeCKIM HepBaM,
SIBJISIETCST HEMPO(DU3NOIOTMYIECKIII aHaJIoOr axuiuioBa pedek-
ca — H-pednexc [4]. DToT mapameTp OTHOCHUTCS K PYTMHHO
OLIEHMBAaeMBIM TIpH TIpoBeeHnN KiHnueckoit DHMI. B psne
nyonukaumii, nocsiieHHbIx OB/II, mpu mogpo6HoM paccMo-
TpeHUM TIOKa3aTeIell aMIUIMTYIBI M JIATeHTHOCTH M-OTBeTa,
F-BoJHBI, CEHCOPHBIX IOTEHIINAIOB AEHCTBUS, BOIIPOC HATMYMS
6o orcyrctBust H-pedimekca He ocBenmaercs |5, 6]. B kmuHu-
YeCKMX PEKOMEHIAIIMSIX TT0 TMaTHOCTHKE U JICYCHUIO CHHIPOMA
Initena-bappe orcyrctBue H-pedrekca paccmatpuBaeTcs Kak
TMArHOCTUYECKUI KPUTEPHIA TOIBKO OTHOCHUTETBHO CHHIPOMA
Munepa—@uinepa [7]. Bo B3pocsioil momymsiyun OTCYTCTBUE
H-pednekca omvcano y 90% nauuenrtos ¢ OBJIIT [8]; o apy-
TMM JaHHBIM, OTKJIOHEHHE ToKa3aTeneir H-pediekca or HOpMbI
Y B3pOCITBIX HaOMomaeTcs TOJBEKO y 62% 6onbHbIX [9]. Totams-
HOE OTCYTCTBHE JAHHOTO pedieKca Y B3POCIBIX ITAIMCHTOB,
00cye1oBaHHbIX B TedeHue 10 qHel ¢ MOMEHTa pa3BUTHS TIep-
BbIX CUMIITOMOB, OnuchiBaeTcsl B pabote S. Vucic et al. [10]. TTo
TaHHBIM psia IPYTHX aBTOPOB, Y B3pOCbIX MaeHToB ¢ OBJIIT
H-pediexc oTcyTcTBYET Mpu UcCiea0BaHKUU B TiepBble 7—12 cyT
¢ MOMeHTa pa3Butus cuMmntomoB B 90—97% ciyyaes [11, 12].
[Ipu aTOM Y HeTelt B cxomHble cpoku uccaepoBanus (7—10 cyt)
OITUCHIBACTCS TONBKO IOCTOBEPHOE YIIMHEHWE JIATEHTHOCTH
H-pednexca, Ho He ero otcytcTBue [13]. B onHoM u3 uccnenona-
Hui orcytcTBue H-pednekca Ha 3-1 cyT mocie Havana pa3BUTHS
cumnromoB OBJIIT Habmomanock y Bcex Tpoux 00cIeT0BaHHBIX
neteit [14]. Uamenenus H-pedaekca npu OBIIT mo naHHBIM
JIUTEPaTypbl CyMMUPOBaHbI B Ta0. 1.

Tabmma 1. Vi3menennst H-pediexca mpu OB/ITI mo nanAbIM pa3HbIX aBTOPOB

MyGnukaums lpynna
Sudulagunta et al., 2015 B3pOC/blE
Yeetal., 2010 B3pOC/ble
Vucic et al., 2004 B3pOC/ible
Baraba et al., 2011 B3pOC/blE
Gordon, Wilbourn, 2001 B3pOC/ble
Sun et al., 2015 Jetm

Dachy et al., 2010 nemm

Cpokun nccnepoBaHus (cyr)
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Orcyrcraue H-pednekca npu OBLM y nereit

Takum 00pa3oM, HECMOTPS Ha TO, UTO B OOJIBIIMHCTBE ITy0JI1-
Kaluii OTCYyTCTBUE 100 U3MeHeHue apameTpoB H-pediekca
paccMarpuBaeTcs Kak paHHUA mpu3Hak Hanmauss OBII, wer
eIMHCTBA MHEHMIA 0 YacTOTe 3TOTr0 HapyIeHus. JIIb oTnesb-
Hbl€ MyOMKALIMY MOCBSILIEHBI YaCTOTE BCTPEYAEMOCTH JaHHO-
ro (heHOMEHa y JIeTel.

Ienbto paboOTHI SBWIOCH M3YYeHHUE MIPUTOXHOCTU MCCIIEIOBA-
Hust H-pednexca B kKauecTBe MHCTpYMEHTA paHHEN IMarHOCTH -
ku OBIII y nereii.

Marepuaibl U METOIbI

Bcero nposeneHo oocnenoBanue 57 neteid. IBaaiaTb HEBPOIO-
TMYECKH 3T0POBLIX AeTeil (7—14 net, cpemnuit Bo3pact 12 ner,
7 neBoyeK, 13 MaabYMKOB) OBIIM BKJIIOUYEHBI B COCTAB IPYIIIIbI
cpaBHeHus. lannbie 37 mamueHtoB (8—13 jert, cpenHuii Bo3-
pact 11 net, 19 ManbuMKoB, 18 AeBOYEK) C MOATBEPXKICHHBIM
quarHozoM OBIIT coctaBuiau ocHOBHYIO rpymmy. uarHos
OBJIIT craBumiicst Mcxonsd U3 TUIMMYHON KIMHWYECKOM KapTH-
HBI, TAHHBIX aHaMHe3a U HeMpPO(hU3MOIOTNYECKUX KPUTEPUEB
nipu ioBTOpHBIX DHMI [15], mpoBoaMBIIMXCS B IIEPHOJE Pa3-
BUTHSA 3a00/eBaHus (Ha 7-¢ ¥ 14-¢ cyT OT MOSIBICHMS MEPBhIX
%kas100). KinrHuvecku B JTaHHOM rpyrine Hanboiee pacipocTpa-
HEHHBIM TIEPBBIM IIPOSIBIICHUEM 3a00I¢BaHUS ObLIa MBIIICYHAS
€J1a60CTh B KOHEUHOCTAX (35 manueHToB, 95%) ¢ pasnnyHbIMU
IO CTETICHH Tape3aMy B pyKax 1 Horax. Taxxke y OOJBbIIMHCTBA
JeTell HaOMIoMaI0Ch OLIYIIeHe OHEMEHMSI M MapecTe3uu Mo
nonuHeBponaruyeckomy tumy (30 mereit, 83%). Peructpupo-
BAJIMCh TaKXE CUMIITOMBI pa3ipaxeHus: Helponatuyeckas
00JIb ¥ CUMITTOMBI HAaTSKEHMST HEPBHBIX CTBOJIOB. Beretatus-
HBIe HapylleHus perucrpupoBanuch y 27 nauueHtoB (72%)
1 TIPOSIBJISUTUCH apTepUaNbHOW TMIIOTOHMEH, aKpOLMaHO30M
1 TUTICPTHAPO30M.

[TepBas DHMI npoBoaunach Ha 3—7-if JHU OT MOSIBIEHUS
MEPBBIX CUMIITOMOB ITOJTMHEBPOIIATHYECKOTO CMHApoMa. Mc-
cliefoBaHKeE TPOBOIMIOCH 110 CTaHAAPTHOI mpoueaype [16].
CIIN, pe3umyanbHas TaTCHTHOCTD, aMILTHTYIa M-0TBETOB pe-
TUCTPUPOBANUCH 1181 na. tibialis, ulnaris, medianus. H-pednekc
perucTpupoBaincs ¢ m. soleus. OUeHUBANINCH JTATEHTHOCTh U
nopor Bo3HUKHOBeHMs] M-otBeta u H-pedexca. Jnurennb-
HOCTb umItynbca — 1,0 Mc; GonbIas JUIMTeTbHOCTD UMITYJIbCa
He MPHMMEHSIach, TaK KaK B 3TOM CJIy4ae 3HAYMUTEIbHO YBe-
JIMYUBAETCs apTedakT OT pa3apaxaiolliero CTUMyJa, KOTOpbIi
neopMUpyeT HYJACBYIO JTMHMAIO MEXIY OKOHYAHUEM pa3mpa-
KAIOIIEro CTUMYJla U HayajJoM DPEruCTpUpYeMOro CHUTHaJa.
WHTeHCUBHOCTD pa3apakeHus peryarupoBaiach Mo Cuie ToKa
(o1 0,1 10 100 MA). MccemoBaHuS IPOBOIMINCH Ha 3JIEKTPO-
Heiipomuorpade «Helipo-MBII» (komnanust «Heiipocodt»,
WBanoso, Poccus).

W3meHenuns H-pedpnekca

7-20 orcyrcraue B 90%

7-20 OTKJIOHEHUE OT HOpMbI B 62%
10 orcyrcraue B 100%
12 orcytcraue B 90%
7 orcytcTeume B 97%
7 yanuHenne nateHtHoctv B 100%
3 orcytcteme B 100%
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[MonmyyeHHbIe Pe3yNBTaThl CPABHUBAIMCH MEXIY T'PYNIaMU.
CratucTUyecKUil aHAIU3 MPOBOAMJICSA C TMOMOIIbIO MaKeTa
nporpamMm STATISTICA mnst Windows. [l71s olieHKu nemorpa-
(bryeckux mokasarteneil TPYIN MCHOIb30BATMCH OMKUCATENb-
HBIE CTaTUCTUYECKUE METOIUKHU. IS OIIEHKY TOCTOBEPHOCTH
pa3IMUMst HOPMAJIBHO PACTIPENEeHHBIX KOMMUYECTBEHHBIX MO~
KasaTeseii mpumeHsics t-kputepuit CtoioneHTa. OlieHka 3Ha-
YUMOCTH Pa3/INyusl OTHOCUTEIbHBIX BETUYUH OLIEHUBANACH C
UCTIOJIb30BaHKUEM TIOTIpaBKy Meiitca.

Pesyabrarsi

[Toxazarenu, momyyeHHsle pu nposeneHun DHMI, npusene-
HBI B Ta0J1. 2. Kak MOXXHO BUETb, 110 aMILTUTYIE TUCTATEHOTO
M-oTBeTa ¥ CKOPOCTH TIPOBEACHISI MIMITY/IbCa MEXIY IPyIIa-
MU TOCTOBEPHBIX pa3iIMuuii He Ha0II0aaN0Ch.

JlaHHBIE O pe3MAyallbHOIl JIATEHTHOCTM B COMOCTABISIEMBIX
Ipynmnax npusefeHsl B Ta0. 3. 1o mokasatenio pe3uayaabHON
nateHTHOCTH B Tpymrie aeteii ¢ OB/IT otMevyanuch HapyLieHus
HEBpaJIbHOM MPOBOAUMOCTH 110 TEPMUHAJISIM JABUTaTEbHBIX aK-
COHOB B BHJI€ €€ IIOBBIILEHMS >3 MC I10 JIOKTEBOMY HEPBY — B
27% (n=10) cydaes, o cpeauHHOMY HepBy — B 100% (n=37)
ClIydaeB, 1o 60JbIIe0epLIOBOMY HepBY — B 77% (n=28) ciiy4aes.

BOHMTI -pe3ynbraThl, HOJTYyYEHHBIE B OCTPBIi IEPUO Y BCEX IMa-
meHtoB ¢ OBII, wMenu mepBUYHO AeMUETUHUZUPYIOIIUN
XapakTep MOpaXeHus Mo MOJIMHEBPONaTUYECKOMY TUITY U CO-
IJIACOBBIBAIUCH C 3NEKTPODU3UOTOTUUECKUMHU KPUTEPUSIMU
OBJIT [15]. Tak, oTMeuanuch HapyIIeHUS! HEBPaJIbHOM MTPOBO-
JIVIMOCTH TTO TepMHUHAJISIM JBUTATEIBHBIX aKCOHOB B BHJIE TI0O-
BBIIICHNS Pe3UAyaTbHON JTJATCHTHOCTH (CM. BHIIIIE), 2 B OCTPOM
nepuone OBJ/IIT Ha aMcTanbHBIX yyacTKax NepugepruyecKux
HepBOB (IIpeAIUICYbe, TOJICHb) HeBpabHAS IIPOBOIMMOCTD II0
JIBUraTeJIbHBIM BOJIOKHAM TakKXXe MMesla U3MEHEHUS TeMUeIn-
HU3MPYIONIETO XapakTepa B Buie cHkeHust CITU o okTeBo-
My (75% cny4aeB), cpeauHHOMY (62% cilyyaeB), MaJloGePLIOBO-

My (45% ciydaeB) u 6ombinedepioBomy (39% ciydaes) HepBaM.
CpenHee CHIDKeHHME M CTaHAapTHoe OTKJIoHeHue (M=ESD)
CIIN 1o mBuratebHBIM BOJIOKHAM ITepU(pepUIeCKIX HEPBOB
B OCTPOM U nepuofe paHHei pekonsanecueHuun OBIIT mpen-
CTaBJIEHBI B Ta0O. 4.

CHuxeHre IM-0TBeTa HMXe HVKHEW IpPaHULBI HOPMBI Ha-
01101a/10Ch ITPY MCCIIeN0BaHIM JIOKTEBOrO HepBa B 85% ciyya-
€B, CPEIMHHOIO HepBa — B 92% ciiyyaeB, Maj100epII0BOro HepBa
— B 84% ciydaes, 60Jble6epLOBOro HepBa — B 87% ciydaes.
3HAYNTETbHOE CHUXEHME aKCOHANBHON BO3OYIUMOCTH UyB-
CTBUTEJIbHBIX BOJIOKOH Mepu(epuuecKux HEPBOB BILUIOTH [0
OTCYTCTBHUS PETMCTPALIMK S-OTBETOB OTMEYaIoch B 39% ciyya-
€B MK CTUMYJIALIMU JIOKTEBOTO HepBa, B 22% clyyaeB — MpH
CTUMYJ/ISILMKA CPEIMHHOIO HepBa, B 28% ciyyaeB — IpU CTU-
MYJISILIAM JIy4eBOTO HepBa, B 33% ciyvyaeB — MpU CTUMYJISALIUAK
MOBEPXHOCTHOTO MaJI00epIIOBOTO HepBa, B 24% ciyyaeB — MpH
CTUMYJISIIAA HKPOHOXHOTO HEpPBa.

Cpeny 9yBCTBUTENIBHBIX BOJIOKOH, MMEBIINX COXPAHHYIO JICK-
TpoBO30yAUMOCTb B ocTpoM nepuoae OBJIIT Ha muctambHBIX
yJacTkax (Tpenriedybe, TONEeHb) TeprudepruyecKix HEpPBOB,
HeBpaJlbHasl MPOBOIMMOCTb MMeJa M3MEHEHHUS AEeMMETMHMU-
3upyloiero xapaktepa B Buae cHuxeHust CITH mo jokteBomy
HepBy B 45% ciyyaeB, 10 CpeIMHHOMY HEpBY — B 56% cnyda-
€B, 110 JIydeBoMY HepBY — B 34% ciydaeB, O MOBEPXHOCTHOMY
MaJiobepiioomy HepBy — B 17% ciydaeB, 0 MKPOHOXHOMY
HepBy — B 17% ciydaes.

B rpynme xonTponst H-pedexc perncrpuposaincs 8 100% ciy-
yaeB. Cpentee cootHomenne H/M cocrasnsno 43,5+15,6%,
MOPOr BO3HMKHOBeHUs1 M-oTBeTa — 2618,0 MA, cpeaHuii 1o-
por Bo3HMKHOBeHUs H-pediiekca — 5,212.5 MA, cpenHss
nateHtHocTh H-pediexca — 26,313,4 mc. B rpynme OBII
H-peduexc 3apeructprpoBat Juiiib y 2 nauueHToB (5,4%), ero
JaTeHTHOCTh cocTaBisiia 39 mc u 41 mc. TTopor H-pednekca
coctaBist 15 MA 1 17 MA. Y 0001X MaliMeHTOB UCCIENOBAHIE

Tabmma 2. AMILTATYIBI AUCTANBHBIX VI-0TBETOB M CKOPOCTH MPOBEIEHHS MMIYJIbCA O MOTOPHBIM BOJIOKHAM HCCJIeI0BAHHBIX HepBoB Yy neteii ¢ OBJIIT

W B IPyINIe CPaBHEHU

Amnnutypa Amnnutypa

Amnautypa

auctanbHoro M-otBeta paucranbHoro M-oteeta
m. abductor

auctanbHoro M-oteeta cnu cnu cnu
m. abductor hallucis n. ulnaris, n. medianus, n. tibialis,
npu CTUMYNALUU M/c Mm/c M/c
n. tibialis, mB

m. abductor
pollicis brevis
npy CTUMYNALUN

n. medianus, mB

digiti minimi
npy CTUMYAISAILMK
n. ulnaris, mB

oBan 3,3+2,5 3,6+1,9 3,7£3,3 44,0+11,5 51,3+8,7 42,0+4,7

'pynna cpasHeHus 5,8+2,81 7,1£15 5,4+1,6 59,2+4,13 56,4+1,9 48,1+1,7

Tabmuna 3. Pe3umyaibHbie JaTeHTHOCTH M-0TBETOB NPH PETUCTPAIMH C HCcaexyeMbIx HepoB y aAeteii ¢ OBJIII u B rpynme cpaBHeHus

Pe3npyanbHasi naTeHTHOCTb
M-otBeta m. abductor digiti
minimi npn ctumynsuum
n. ulnaris, mc

Pe3upyanbHas naTeHTHOCTb
M-otBeta m. abductor pollicis
brevis npu ctumynauum
n. medianus, mc

Pe3npyanbHasi naTeHTHOCTb

M-otBeta m. abductor hallucis
npu ctumynsiumm n. tibialis, mc

0BAN 3,5+2,5 5,5+3,0 5,4+2,6

['pynna cpaBHeHus 1,7+0,61 2,1£0,49 2,4+0,71
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Tabauna 4. DaexTpodusnoaorndecKue MOKa3aTe n NPH CTAHAAPTHOM HccienoBannn y nanuentoB ¢ OBJIII B ocTpom mepuone u mepuone paHHeit

PEKOHBAJIeCLEeHIUH
NapameTpe B octpom ae;;gne oBAn,
n. ulnaris, pM-otBeT, MB 3,3£1,9
n. medianus, AM-otBeT, MB 3,6+1,9
n. peroneus prof., gM-oteet, MB 1,4+1.4
n. tibialis, sM-otBet, MB 3,7+3,3
n. ulnaris, C[MA motopHasi, M/c 44.0+11,5
n. medianus, CIM moTopHasi, M/c 51,3+8,7
n. peroneus, prof CMM moTopHas, m/c 42,775
n. tibialis, C[W motopHasi, m/c 42,0+4,7
n. ulnaris, PJT*, mc 3,525
n. medianus, PJ1, mc 5,5£3,0
n. tibialis, PJ1, mc 5,4+2.6
n. ulnaris, S-oteet, MkB 24+20
n. medianus, S-otset, MkB 2,7£2,6
n. radialis, S-oteeT, MkB 8,8+8,0
n. peroneus sup., S-oTeet, MkB 3,427
n. suralis, S-otBet, MKB 8,5+7,5
n. ulnaris, CIN ceHcopHas, M/c 46,9+6,1
n. medianus, CIW ceHcopHas, M/c 48,9+7,9
n. radialis, CTNW ceHcopHas, M/c 56,3+10
n. peroneus sup., CIMK cexcopHas, m/c 43,3+6,5
n. suralis, C[MM ceHcopHas, m/c 45,5+9,6
H-pednexc, % 5,4+23

Mpumeyanue: *PJ1 — peaunayanbHas NaTEHTHOCTb.

MIPOBOIMIIOCH B CAaMble pAHHUE CPOKH (3-1 CYT OT MOMEHTA pa3-
BUTUS MEPBBIX CUIMIITOMOB) CpeJIv BCEl UCCIENOBAHHOM TPYII-
nbl. [To faHHBIM MeTOA QLIEHKN 3HAUMMOCTH OTHOCUTEIBHBIX
BEJIMYUH C TMOMpaBKoii MeiiTca, pasnuuust Mexmy rpynmnamu
koutponst u aetbMu ¢ OBIIT Obutn mocroBepHbIMU. Tummy-
Hbie uameHeHust SHMI B rpynme OBJIIT (rmosHoe oTcyTcTBUE
H-pednexca, cHuxeHue aMmiuTyasl M-oTBeTa) mpeacTaBie-
HBI Ha puc. 1.

O0cyxnenue

Kak MOXHO BHIETh M3 TOJYYEHHBIX HAMU JAHHBIX, MEXIY
rpynnamMu Habmoaanich 10CTOBEPHBIE PA3IMYKS 10 TIoKa3are-
o Hammuus 6o otcytetBust H-pednexca. V nereit ¢ OB
oH orcyrctBoBan B 94,6% ciyuaeB. B Tex e AByX clydasx,
korna H-pedinekc ObUT cCoXpaHeH, ero JJaTeHTHOCTH ObLIK 3Ha-
YUTEbHO YIUIMHEHBI M TTOPOT BO3HUKHOBEHHMS 3HAYMTENBHO
TMOBBILIEH. DTO MOXET OTpPaxarh AEMUETUHU3UPYIOLIEE IMO-
paXeHWe C 3aMeIEHNEeM U TUCTIepCHell TIPOBENEeHHS 0 MO-
TOPHBIM TYTSIM, Pa3BUBAIOIEECS Ha PAHHUX CTalUsX JTaHHON
(hOopMBI TIOIMHEBPOTIATHH.
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Mepuop paHHel peKOHBaNECLLEHLUMN
OBAM, M=SD P
6,8+2,8 p<0,05
7,7+2,5 p<0,05
1,712 p>0,05
44423 p>0,05
41,2495 p>0,05
48,7+2,8 p>0,05
449+577 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
24+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
42,5+55 p>0,05
52,8+9,8 p>0,05
36,2+9,4 p>0,05
39,4+5,4 p>0,05
7,8+2,2 p<0,05

10 20 30 40 50 &0 Fi 80 90
10 sac 2WB400 kB
10ms 2m\/ 400

Puc. 1. Tamnunsie usmenenns H-pediekca y manuentku 13 ser ¢ OBIII,
6-e cyr or {assmﬂﬂ II{/eIpBBIX cumnromoB. Ilapamerpnt H-pediekca:
-2, - 0%

M-otBer — 2,3MB, H/
Fig. 1. Typical changes in H-reflex in a 13-year-old female patient
with AID -reflex

on day 6 since the first Iafmptoms had emerged.
r

parameters: M-response, 2.3 mV; H/M ratio, 0%
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Coxpansaocts H-pedekca TOMbKO y JeTelt, MpOXOAUBIINX MC-
cliefioBaHUE B Haubojiee paHHMIA CPOK OT Pa3sBUTHUSL CHMIITO-
MOB, U MOJIHOE €r0 UCYE3HOBEHME Y BCEX OCTAIbHbIX YKa3bIBAET
Ha To, 4TO JaHHbII mapameTp DHMI paHbie Bcero pearupy-
€T Ha JeMUeIMHU3MpYyIollee TopaxeHue MNepupepruyecKux
HEpBOB.

[MonyyeHHBIe HaMW JaHHBIE COOTBETCTBYIOT pe3yJIbTaTaM
B. Dachy et al. [14] u He moaTBEpPXIAIOT OMUCHIBAEMOE
R.D. Sun et al. [13] coxpanenue H-pecdexca y neteit Ha 7-¢
cyT oT pa3BuTud nepBbix cumnTomoB OBJITT. MoxHo mpen-
noJjiaraTb, YT0 B MCCJIEIOBAaHUM TMOCIEIHUX aBTOPOB OBLIN
BKJIIOYEHBI JaHHbIE AeTed ¢ ApyruMu (OpMaMu CHHIpOMa
Iuitena—bappe, momumo codctBeHHo OBJIII. B cBoeit Mo-
Horpaduu H.B. Ckpumuenko u B.H. Komanues [15] yka-
3bIBAIOT, YTO B JIUTEpPATYpe €CTh JIMIIb eAMHUYHBIC PaOOTHI,
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CBUIETEIbCTBYIONINE O TOM, YTO ucue3HoBeHue H-pedrnekca
SBJSIETCS OJHMM M3 PAHHUX MPU3HAKOB MOPAaXEHWs He-
pBoB 11pu cuHapome [witena—bappe. B padore P.H. Gordon,
A.J. Wilbourn [12] y 97% B3pocibIX NallMEHTOB Ha paHHEi
CTaguu pa3BuTus cuHapoma IuiteHa—bappe H-pedinekc ot1-
cyrctBoBas. [lonyueHHble HAMU TaHHBIE TAKXE YKa3bIBAIOT
Ha otcyTcTBUe H-pedrekca y 95% manmeHTOB 1€TCKOTO BO3-
pacrta ¢ OBJII.

[To Hamemy MHeHMIO, oTCcyTcTBUE H-peduekca y aeteii ¢ mo-
JO3peHMEM Ha TOJMHEBPOINATUIO MOXKET SIBJIATHCS IOIMOJHU-
TEJBHBIM HEeWpOPHU3MOJIOTHIECKUM KPUTEPUEM THATHOCTUKI
OBJIIT B meauaTpuuecKoi MOIMyJISIIHH.

Asmopbi 3aa64310m 06 omcymcmeuu Kongaukma unmepecos.
The authors declare there is no conflict of interest.
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OcobeHHOCTU (PU3NOJIOTUYECKUX
MEXaHM3MOB LieJICHAIIpaBJICHHOM
NEeSITEJILHOCTU Y OOJIbHBIX
SIUJIETICUEN B CBA3U
C KIIMHUYECKUMHU
XapaKTeprUCTUKAaMU 3a00J1€BaHU

P.A. 3opun, B.A. Kagnos, M.M. Jlankun, H.A. Kynukoa
@I'E0Y BO «Pazanckuii eocyoapcmsennbiii meuyurckui ynugepcumem um. akad. M1 Iasrosa» M3 P®, Pazanv, Poccus

Bsedenue. Bapuanmonm unmeepamueroeo no0xo0a 6 u3yueHuy MexaHu3Moe SMUAencuy S6Asemcs Uccae008arue CUCHeMHOL OpeaHu3ayuY UeaeHanpasaeHHoeo no-
B6e0eHUs. U GHANU3 (PU3UON0UMECKUX MEXAHU3MO8, 00eChe UBauUX Pe3yIbmamusHyio 0esmeabHoCb NAYUEHINO08 ¢ 0aHHBLM 3a00AeBaHUEM.

Ileav uccaedosanus — ymounerue Mexanusmos ModeAUpyeMoil UeneHanpasierHol desmensHocmuy y 00AbHBIX SnUencueti 8 c6s3u ¢ KAUHUHeCKUMY XapaKmepu-
cmuKamu 3a001e8aHus.

Mamepuaavt u memodst. O6caedosaro 72 npaxmutecku 300posbix yenoseka u 163 Gonvhbix dnunencuell. TIpogodusace oyeria 4acmoml HPUCHIYNOS, YPOBHS
KOHUMUGHBLX, IMOYUOHANBHBIX HAPYUIEHUT, HUCAQ NPUHUMAEMbIX GHIMUKOHEYAbcanmos. OCyuecmensnac pecucmpayus 3AeKmposHuedaioepanm, nokasamenel
3DUMEAbHBIX U CAYXOBbIX BbI36AHHBIX NOMEHYUAN0B, KOGHUMUBHORO BbI36aHH020 nomenyuasa P300, xapakmepucmuik MOMOPHbIX CUCHEM U BecemamusHoeo obec-
neueHus desmensrocmu. PazdeneHue Ha epynnbl ocyuecmensiiock Memodom KAACMepHo20 AHAAU3A o NoKasamensim euinonnenus mecma Llyasme—Iopoosa.
Pesyavmamet. Boidenenvi pesynomamusnas (99 nayuenmos) u nuzkopesyasmamushas (64 nayuenma) epynnbl 60abHbix snunencuell. Husiopesyrsmamusnas epyn-
Na NAUUEHN08 XAPAKMepU306a4ach HPpeoOAadaHUeM CUMPMOMAMUHECKUX Gopm 3a601e8anus. Yemaroeaenvl 6oabuiue Ha4eHUs KPoCCKOPPeAsUUY U CHUJCeHue
uacmomt aabha-KoaedaHul AeKmposHyePanoepamm, yMerbiierte amMnaumydsi KOMHOHEHMOB 3PUMENbHbIX BbI36aAHHbIX NoMeHyuanos u nomenyuasa P300, yee-
Auvenue aamenmuocmu nuxoe N2 u P3 nomenuuana P300 6 nuzkopesyssmamugHoii epynne 60abHbix dnunencueil. B danroil epynne nayuenmoe onpedeasemcs
CHUDICeHUe aMnAUMYObl B0AHbI YCAOBHO-HE2AMUBHO20 OMKAOHEHUS, 3aMedreHte BpeMeHU CeHCOMOMOPHbIX PeaKyuil, yMeHbieHUe 6apuadesshocmu cepoedHoeo
pumma, yeeauuenue 1ee04Hol 6eHMUAAUUY.

Saxarouenue. Hedocmamounas pe3yavmamugHocs esmeabrocmu y 004bHbIX nuAencuieil 00YcA084eHa CHUNCEHHOI aKMUBHOCIbIO cheuuguteckux aggepenm-
HbLX, ACCOUUAMUBHBIX CYOCUCMEM U MEXAHU3MOB MOMOPHO20 0BecheueHUs DesmeabHOCHU, a MaKice U30bIMOUHOL AKMUBHOCbIO CIPECC-Peatu3VIOUUX MeXaHU3-
M08, YMO yeeauuusaem (u3u0A02U4eckyio CoUMOChb U YMeHbiuaen 3gheKmugHocb MoOeaUpyemoil OesmeabHoC.

Kimouesble clioBa: snusencus, s¢pdexmusrocmos desmenvHocmu, Quanoi02u4eckie Mexanusmbl.
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.

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.
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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.
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Beenenne

CoBpeMeHHbIe HEUpoGhU3NOIOTMYECKUE METOABI HUCCIIe-
JOBaHUS TIO3BOJISIIOT OCYLIECTBUTh OOBEKTHUBHYIO OILIEHKY
MEXaHU3MOB, JIeXKalIMX B OCHOBE CUCTEMHON OpraHU3aluu
LeJICHANIPaBICHHOTO ITOBEICHUSI, KOTOPOE XapaKTepu3y-
€TCsl HalleJIEHHOCTbIO Ha JOCTMXXEHHE TOMEOCTaTUYECKHUX,
OMOJTOTMYECKUX WU COLMATBHBIX MOJIE3HBIX MPUCTIOCOOU-
TeNAbHBIX pe3ynbTaToB [1—3]. B To Xe BpeMmsi MHTerpaTmB-
HBII MOIXOM K U3YYSHUIO MEXaHU3MOB SMUJIETICUU B HACTO-
siIee BpeMsl TakKe MPencTaBlIeH KOHICTINEH cucmemHblx
Snujencuil: OHa OTMCHIBAET TeHEpaUMI0 U peaju3aluio
SMUJIECTITHICCKUX IIPUCTYIIOB HAa OCHOBE HEHPOHHBIX CETEH,
JeXalldX B OCHOBE CUCTEMHBIX MEXaHM3MOB IOBEICHUS
u obecrneuuBawIux dusnojornyeckue GyHKUUU B HOP-
Me [4]. B cBsI3M ¢ 3TUM aKTyanbHBIM SIBISETCA M3YYEHUE
MEXaHU3MOB LeJIEHANPABICHHOTO TOBEAEHUS Y OONbHBIX
SMUJICTICHEl, UTO MO3BOJSET OMpPEAETUTh POJIb YKa3aHHBIX
MeXaHU3MOB B MMaTOJOTMUYECKUX, A€3aTaTUBHBIX PEaKIIMIX
UM KOMIIEHCATOPHO-MPUCIIOCOOUTENBHBIX TPOLECCaX MPU
TaHHOM 3a0oseBaHuH [5].

Ieabro mccaenoBanus sIBISIETCS YTOYHEHME MEXaHM3MOB MO-
JENUPYEMOi 1IeJIleHanpaBIeHHON IeSITeJIbBHOCTH Y OOJBHBIX
SIUIETICHEN B CBA3M ¢ KITMHIYECKMMH XapaKTepUCTUKAMMU 3a-
0osieBaHUs.

Marepuabl H METO/IbI

B uccnenoBanue BKIIIoUeHO 235 4eloBeK, B TOM Uncie 72 mpak-
THYECKUX 3JOPOBBIX MHIMBUIYYMAa, COCTABHMBIINX KOHTPOJb-
Hylo Tpynmy (47 MyX4YuH W 25 XeHIIWH, CpeJHUIl BO3pacT
33,1, crangaprtHas ommbka cpegHeit 0,6 net) u 163 60MbHBIX
anunerncuei (84 MyxXuuHbI U 79 XEHIMH, CPETHUN BO3PACT
35,8, cranmapTHas ommbka cpenHeit 1,1 get). B rpymmy 601b-
HBIX SMUJIETICUe BKITIOYAIMCh MAMEHTh ¢ MANOMATUIECKON
SIMIIETICHEH, UMeIoLIel reHeTnyecKyto mpupody (10 marmeH-
TOB C IOHOIIECKONH MUOKJIOHWYECKOH 3MUJIETICHEN), a TaKkKe
cumnToMaTUyeckoi (91 mamnueHT) ¥ KpUITOreHHoi (62 maiu-
eHTa) opmaMu 3aboneBaHus [6]. Kputepusamu BKITHOUEHMUS
OBLTM HaMUKe KaK MUHMMYM |-TO IIPHCTYIIa B TEUCHNE TOMA,
MPEAIIECTBYIOIIEr0 00C/IeNI0BaAHMIO, U MOANMCAHUE MHGOP-
MHPOBAHHOTO coryachs. KpurepusiMu NCKITIOYEHUS SIBIISTHCH
OepeMeHHOCTD, 3a00JIEBAHUS JbIXaTeIbHOM U CEPACYHO-COCY-
JMCTOI CHCTEM B CTaiuM AECKOMIIEHCALMM U HEBO3MOXHOCTb
BBITIOJTHEHHUS TTAIIMEHTAMH YCIIOBUI MCCIeNOBAHNUS. Y BCeX Ta-
LIAEHTOB C CUMIITOMAaTUYECKOM Y KPUIITOTEHHOM 3MUIIETNICUei
MMeNN MecTo (OKaTbHEIE (POPMEI, CpeI KOTOPHIX BUCOYHAS
SIUJIETICHSl JUArHOCTUPOBaHA y 77 MalMEHTOB, JIOOHAsS 3IH-
Jernicus — y 76 maiyeHToB. B Tpymmy mpakTHUecKy 30M0pOBBIX
JIML BKJIIOYANUCh UCCIEAyeMble, He MMEIOLIME II0 JAHHBIM
aHaMHe3a SIMJICNTUYSCKUX MPUCTYIOB, ¢ OTCYTCTBUEM JIIH-
JeNTA(GOPMHBIX M3MEHEHMI Ha 3NIEKTpO3HIedasrorpaMmme
(B3I, He MMeBILIME BBIIEYKA3aHHBIX KPUTEPUEB UCKITIOYE-
Hus. MccnenoBaHue 0a00peHO KOMUTETOM MO OMOMEIMLIMH-
ckoit atnke ®I'BOY BO PssI'MY Munznpasa Poccun (1po-
Tokoa Ne 2 ot 02.10.2014).
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Y GoNbHBIX AMUNETICHeli B KAUeCTBE KIIMHUYECKUX XapaKTepu-
CTHUK 3200J1€BaHMsI OLIEHMBAJIOCH CPEJIHEE EXEMECSIYHOE YMC-
Jio cnoxHbix napuranbHbix (CIIIT), nepBUYHO- U BTOPUYHO-
redepanu3oBaHHbIX (I'CIT) mpucTymos, 1Mo qaHHBIM aHAMHE3a
3a TIPEIIIECTBYIONIMI 00CIeN0OBAHUIO TOA U TI0 JaHHBIM IO-
CJIEMYIONIET0 KaTAMHECTUYECKOTO 4-MECSIHOTO HAOIIONEHNUS
MocJie TIPOBOAMMOl 0 HEOOXOMUMOCTH KOppeKLuu dapma-
KOTEparnuy; YYUTHIBAJIOCh YMCTO0 IPUHUMAEMBIX MallMeHTaM1
AHTUKOHBYJbCAHTOB. [IpoBoauiach KOJIMYECTBEHHAs! OLIEHKA
SMOLMOHANLHBIX M KOTHUTUBHBIX HAPYILIEHUI 110 CJIEIYIONM
KputepusM: rpagaims «0» mo chepe «IMOIMOHABHEIC HApy-
IIEHHUS» COOTBETCTBOBAJIA YPOBHIO TPEBOTH WJIM JETIPECCUM TIO
TocniutanbHo# mrkane Tpesoru u nenpeccuu (HADS) 0-3 6an-
na, «1» — tpeBora unm gaenpeccus 1o mkaite HADS 4—6 6ai-
J7I0B, «2» — TpeBora mo HADS 6onee 6 6annoB wiu aenpeccust
no mkane HADS 6omnee 7 6amnoB. [1pu olieHKe KOTHUTUBHBIX
HapyuieHuii rpagaius «0» COOTBETCTBOBAIA YPOBHIO IO MUHMU-
MaJIbHOH IIKaye OIeHKM Icuxmaeckoro craryca (MMSE) ot
30 no 27 GayuoB WM YPOBHIO HapyLIEHUH 1Mo GaTapee JJOOHOM
muchyrkimm (FAB) 17—18 6amnos, «1» — MMSE 2426 6ain-
j0B i FAB 15—16 6amos, «2» — MMSE menee 24 wiun FAB
MeHee 15 6anos.

LlenenarnpaBiaeHHast AESTENBHOCT MOJAETMPOBANACH MPU TO-
Mo Tecta Llynsre—Iop6oBa, UCONB3yeMOro B MCUX0(DU3K0-
JIOTUM 1715 olleHKU (YHKUMM BHUMaHus. B pamkax maHHoro
UCCIIEIOBaHUSI OLIEHWBAINCH CPENHEE BPEMSI MEXIY BHIOOpa-
MM YKCEJ, CpeHee BPEMsI 10 U MocJie OIMOKH, CPEeqHEe YUCTIO
omumooK [7].

Peructpanus 931 npoBoauaach npu momoinu 19-kaHanb-
HOTO LM(}POBOTrO 3JeKTpo3HIEedansorpada U MporpaMm-
Horo obOecrevyeHust «Heipon-cnexrp-3» (000 «Heiipo-
codt», Poccust) npu pacrnosoxXeHUU 3JeKTPOAOB IO CXeMe
«10-20%>» ¢ pedepeHTHBIMU 3JIeKTpogaMK Ha ymiax (Al u
A2), BbIIOJIHSIOCHL UcKIoueHue u3 DI apredakToB u
(hparMeHTOB ¢ 3MUIENTU(HOPMHON aKTMBHOCTBIO. AHAIU3
D3OI ocylecTBIIICS METOOaMU CIIEKTPaJbHOIO aHaIu3a C
OTIpejieIeHUeM MOILIHOCTU U YaCTOTHl KOJeOaHU! B OCHOB-
HBIX YACTOTHBIX IMAala3oHaX, a TakkKe METOIOM aHajiu3a
KpocckoppensiuonHoit yukiuu (KK®) ¢ pacuerom 1mo-
Kazareyeit Ko3(POUIUEHTOB KPOCCKOPPEISIIINT U CpeaHei
yacrotel KK® [8]. Perucrpamus spurtenbHbix (3BIT) u
CIyXOBBIX BBI3BaHHBIX MoTeHlManoB (CBII) ocymecTsis-
Jlach MpM MOMOIIY IIPOTpaMMHO-aIIMapaTHOTO KOMILIeKca
«Heitpo-MBII» (OO0 «Heiipocodt», Poccust). Perucrpa-
mus 3BIl Ha maxMaTHBIA TATTEpH BeJach IIPU PACIIONIO-
KEHUU aKTUBHBIX 37eKTpoaoB B oTBeAeHuUsAx Ol, 02, Oz ¢
pedepeHTHBIM 3JIEKTPOIOM B Fz; CTUMYJISIINS IPOBOIMIACH
C MCIOJb30BaHMEM PEBEPCUBHOTO IIAXMAaTHOTO MAaTTEPHA C
17-nroiimoBoro MmoHuTopa Samsung TFT, yrnoBas BentnyrHa
CcTUMYJa cocTaBuIa 40 yIJIOBBIX MUHYT, YaCTOTA PEBEPCUU —
1 Tix, yucno ycpeanenuii — 120. [pu aHanu3e o1leHUBATUCH:
naTeHTHoCTh TMKOB P50, N75, P100, N145, P200; mexnuko-
Bas ammautyaa PSON75, N75P100, P10ON145, N145P200.
Peructpanus nnuaHonareHTHbIX CBIT ocymiecTsiasiiach npu
OMHAypaJbHON CTUMYJISIMKM INETIKAMHU UIMTEIbHOCTHIO
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50 mc, HarmosnHeHue 1000 Tix, yactotoii 1 i1 co cnyvyaitHbIM
KOMIIOHEHTOM, YKciio yepeaneHuit — 100; oTBoasiue amex-
TPOIbl pacroyarajuch Ha rojose naiueHra B 3oHe C3, C4,
Cz, pedepertrrie — Ha ymax (Al u A2). OueHUBaIKCH JIa-
TeHTHOCTb MKOB P1, N1, P2, N2 u MexXnukoBast aMILIUTyda
PINI, N1P2, P2N2. [IpoBoauyiach perucTpauusi NOTEHIIM-
ana P300 B pamKax BepOSITHOCTHOM MapagurMbl MOSBIEHUS
3HauMMoro ctumyJja (ToH 2000 Iir, BeposATHOCTb MOSIBAEHUS
20%) n HezHauuMmoro ctumyna (ToH 1000 Ii1, BeposATHOCTb
nosBieHus 80%), MIMTEIBHOCTh CTHMYJIOB COCTaBMIIA
50 mc, uHTeHCcUBHOCTD 60 [16. Peructpanus u ycpeaHeHue
OTBETOB BHITIOJNHSINCH 10 oTBeAeHusIM Pz, Cz, Fz ¢ pede-
PEHTHBIMM 3JeKTponamu Ha ymax (Al, A2). McneiTyeMbie
MPeABAPUTEIbHO IONYYAIM MHCTPYKLIMIO O HaXaTWW Ha
KHOTIKY OTBETa MallMeHTa MpPU MOSBACHUM 3HAYMMOTO CTHU-
MyJa. AHATM3UPOBATKCH TATEHTHOCTh MUKOB N2, P3, Mex-
nukoBast amrmutyna P2N2, N2P3. Perucrpauust ycioBHO
HETaTUBHOTO OTKJIOHEHUS (YCIOBHO HETaTMBHOM BOJNHBI —
YHB) npoBoaunacek amoxamu 1o 2,5 ¢, B mapagurme mnpeny-
npexpaaouero (3BykoBoil curHan yactoroit 2000 Iix) u my-
CKOBOro (3ByKoBOM curHajn vactoroit 1000 Iir) crumyios
¢ otBepenuit Fz, Cz, Pz, ¢ pacnonoxeHueM pedepeHTHBIX
3JIeKTpoA0B Ha yiiax (Al u A2), yucio ycpenHeHUI cocTa-
Buyi0 40. OneHUBaNaCh aMIUIATYdA BOJIHEI [9].

IMpu momomu kommnekca «HC-TIcuxorect» (OO0 «Heiipo-
codr», Poccust) y uccaeayeMbix perucTpupoBanach mpocTas
3puTeabHO-MoTopHAas peakuus (II3MP), peakuus paznuuus
(PP) u renmunr-tecr (TT). B pamkax metoguku [I13MP mpo-
BOJMJIOCH OMHOKYJISIPHOE MPENbSIBICHUE CUTHATIOB KPACHOTO
1IBeTa ¢ MaKCUMaJbHO OBICTPOiIl peakiueil uccieayeMbIX Ha
MX TOSIBICHHWE B BMIAE HaXaTHs Ha KHOIIKY; TPEACTaBIeHO
cpemHee 3HAUCHME BpeMEHH peaKIuu ISt TIpaBoil pyku. [1pu
onieHke PP mpenbsapisivch pa3HOLIBETHbIE CBETOBbIE CUTHA-
JIbI, B OTBET Ha MpeIbsIBJIEHUE CUTHAa KPAaCHOTO I[BETA MC-
caeayeMoMy TpeOoBaloCh MaKCMMAalbHO OBICTPO HaxaTb Ha
KHOTIKY OTBETa.

[IpencraBaeHsl XapaKTepUCTUKU CPEIHEro 3HAYCHMS pe-
akuuu s npaBoit pyku. TT npoBomuics B TeueHue 30 c.
UccnenyeMbiM nipemiaranach MHCTPYKIMS O MAaKCUMaJbHOM
TEMIIe YIapoB CIeIMalbHON YKa3KOW 0 KOHTAKTHOMU TIIO-
IIaaKe, IpPeICTaBIeHbl 3HAYEHMS CPEIHEro MeEXYIapHOro
MHTepBaia a1 npaBoil pyku. Ilpm McciaenoBaHuM Bapua-
oerpHOCTH cepaeuHoro putMa (BCP) permcrpamms DKI
MpOBOAMJIACH NPU MOMOIIM Npubdopa Bapukapn 2,5 u npo-
rpammbl «<MCKHUM 6,0» («Pamena», Poccust) B 1-M cTaH-
TapTHOM OTBEICHHUM MPU TMOJOXEHUU UCIBITYEMOTO CUIS B
TeyeHue 5 MUH. MCIoIb30BaIMCh CTaTUCTUYECKUE U CIIEK-
TpajpHbIe MeTonbl aHanu3a BCP ¢ ompeneneHnem cpemHe-
ro KBaapaTMYHOTO OTKJIOHEHMs AMHaMuyeckoro psaa R—R
untepBanoB (CKO), wHAEKca HANPSKEHUS PETYIATOPHBIX
cuctem (MH), momHoctn crekTtpa konedaHmit R—R uH-
TepBAJIOB B IMAIa30HE JBIXaTeNbHBIX, MEIJICHHBIX W OYeHb
MemneHHbix BoiaH [10]. OcyinecTBasnoch uccieqoBaHue
(DYHKLIMY BHEITHEro AbIXaHWs MpU TTOMOIIY CITMPOMeTabo-
norpada FitmateMed (Cosmed, Mranus) ¢ ommeHKO# ycpen-
HEHHOTO 3HaueHUs JeroYyHOi BeHTunALuu (Ve) U 4acToTh
TBIXaHMS.

CratucTiueckast 00pab0OTKa JAaHHBIX MPOBOIMIACH IPU IIO-
MolIM nmakeTta rporpamm Statistica 10,0. KmactepHblit aHanu3
OBLT UCIIOJIb30BAH JUIs BbIAEIECHUS TPYIIN MccaeayeMbix. Cpas-
HUTENBHBI aHAN3 ITOKa3aTeNeil MPOBOMMIICS IMPH IIOMOIIH
kputepusas ManHa—YutHu (U) s momapHbIX CpaBHEHUN C
TIOTIPAaBKOM Ha MHOXKECTBEHHOCTb CPaBHEHWI, U HECKOJIb-
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KHUX BBIOOPOK — Ipu nmomoiu kputepust Kpackena—Yomnuca;
Pa3IUuus CYUTATUCh JOCTOBepHBIMM ITpu ypoBHe p<0,05. s
OLICHKH Pa3INYUil YMCIa UCCISOYeMBbIX B TPYIIAX MCIOIb30-
BaJICs METOM TaOJIMIL COTIPSKEHHOCTH U KPUTEPHi XM-KBaapaT
npu ypoBHe p<0,05. IIns omwucaTeNnbHON XapaKTepUCTUKU
TPYIII UCCIeAyeMbIX MpUMEHSUTMCh MenuaHa (Me), BepxHUii
(UQ) n nixuwmit kBaptuiib (LQ) [11].

Pesyabrati

MeToOM KJTaCTEpHOTO aHaaM3a HaMU ObUTM BbIACJICHBI IBE
TPYIIIBI OOJTBHBIX SIMJIETICUEH ¢ TOCTOBEPHBIMU Pa3THIMSIMU
M0 TOKAa3aTe/IsIM MOIETMPYeMOM NeSITeTbHOCTU, KPUTEPUSIMU
(hopMUpPOBaHMS KOTOPHIX OBIIM: BEJIMIMHBI CPETHETO MHTEP-
BajIa BEIOOpaA YWCell, BpeMs BBIOOpa TOC/Ie OIIMOKU 1 0 Hee,
a TaKXKe CpelHee YMCIo omMOoK. JIuiia ¢ JTydInMMu rmoKasare-
JIIMH, IeTepMUHUPOBAHHBIMU KJIACTEPHBIM aHAITM30M, COCTa-
By rpymiy 1 (99 maimeHToB — «pe3y/IbTaTUBHAS» TPYIINa),
oCTajibHble — Tpymmy 2 (64 maireHTa — «HU3KOPE3Y/IbTaTHB-
Hast» rpymma) (tabm. 1).

Hamu ycTaHOBIEGHHI OIpemeleHHBbIE CTATHCTHUSCKHM 3HAUHM-
MBbIE PA3INYMSI KIMHUYECKMX XapaKTePUCTUK TPYIIT OOJbHBIX
SMUJIETICUEH C pa3IMYHOM PE3YIBTATUBHOCTBIO IEATEIbHOCTH.
Tax, nocne Koppekuuu tepanuu meauana ['CIT B rpynme 1
coctasuna 0,05, a B rpymre 2 — 0,20 (U=1736, p=0,041); me-
IaHa YPOBHS KOTHUTHBHBIX HAPYIICHUH B TPyIIE 1 cocTa-
Bua rpagaimio «0», Bo rpymmne 2 — rpagamuio «1» (U=1549,
p=0,001); oTMeTMM TakXe, 4yTO B rpymmne 2 mnpeobiamanu
MAlMeHTHl ¢ CUMIITOMAaTUYeCKOil ¢opmoit smunencuu (B
rpynne 1 — 46% cnyvaes, B rpymmne 2 — 72%, KpUTepuii Xu-
kBagpar=10,0, p=0,0016).

B Tta0n. 2 npencrasiens nokazarenu D3I 1Mo OTAENbHBIM Ta-
paM OTBEACHMI B TpymIax, XapaKTepU3YIOLIME B3aMMOICH-
CTBUE AKTMBHOCTM MOAYJIMPYIOIIUX CTBOJOBBIX CTPYKTYp U
KOPKOBBIX HeWpoHHbIX momyisiumii. Kak cremyer u3 Tabn. 2,
BBISIBICHBI CTATUCTUYECKM 3HAYMMBIC PA3INYUs MEXIy TpYyIi-
TIAMU TI0 TIPEICTaBICHHBIM MTOKA3aTe/IsIM, ¢ OOJBINEH MOIIHO-
CTbIO TeTa-KosiebaHUi B 00eUX rpyrax O0JbHbIX SMUIETICHEN,
npeobiaanaHueM Ko3(MQOUIMEHTOB KPOCCKOPPEISIIUM U MEHb-
M 3HadeHreM 4dactoTel KK® B 00enx rpymmax OOJbHBIX
SMWJIETNICHUell U MEHBIIMM 3HAYEHUEM YaCTOThI aib(a-Koneda-
HUM B rpymie 2 00JbHBIX SIUICTICHEH.

IMpn aHanm3e moka3atesneil BRI3BAHHBIX OTBETOB, XapaKTepH-
3YIOLIMX AeITebHOCTb ahEePEHTHBIX U aCCOLMATUBHBIX Cy0-
CHCTEM, YCTAHOBJIEHa JOCTOBEPHO MEHbIIAS aMIUIMTYAA PaH-
HuX KoMmnoHeHToB 3BII, Gonbinag nmateHTHOCTh MUKOB N2 1
P3 u menbinag mexnukosas ammautyaa N2P3 P300 B rpymre 2
OOJIBHBIX AIIJICTICHEH (Ta0. 3).

IIpu uccnemoBaHUM MEXaHU3MOB MOTOPHOTO OOecCTevYeHust
JeSATETbHOCTH BBISIBACHBI CTATUCTUYECKM 3HAYMMO MEHBIIIHE
3HaueHust amruTynsl YHB, a Takske Gosbliee BpeMsi MpoCToii
U CIIOXHOH CEHCOMOTOPHOHM peakiy W OOJbIIAS UTUTCIIh-
HOCTb MeXynapHoro uHTepsaga TT B rpymie 2 O0JbHBIX SMHU-
nencueit (tabdm. 4).

ITpu aHanu3e mokas3aTeneil BEreTaTUBHOTO OOECTIEUEHHUS [e-
SITEJIBHOCTU ONPENENeH CTATUCTUYECKH 3HAYMMO 0Oojiee BbI-
cokuit ypoBenb MH, Menbimue 3HaueHust CKO u MolnHocTH
CIIEKTpabHBIX cocTapistomux BCP B rpymire 2 00MbHBIX 3ITH-
JIETICUEl, B 3TOI Xe IpyIIe BhIsIBIEH 0ojiee BEICOKUI YPOBEHb
Ve nocne peanuszanuu tecta (Tadi. ).
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Tabmnma 1. Iloka3aTen pe3y;IbTaTHBHOCTH MOJETHPYEMOii 1eTeTbHOCTH B TPYNNAX

KoHTponbHas rpynna lpynna nauneHToB 1 lpynna nauueHToB 2
Nokasarenu Me 1Q ua Me LQ uQ Me LQ ua
CpenHee Bpems 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 owwmbkm, ¢* 0,3 0,0 0,6 0,1 0,0 0,3 0,5 0,2 1,1
CpenHee 4ncno 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 AaHHON W nocneayloLwmx TabnuLax ypoBeHb 3HAYUMOCTI OLUMOKY (p) OTpaxaeT BAusiHMe dakTopa «rpynna» Ha uccne-
[JyeMble N0Ka3aTeNnu; 3HakKoM (*) OTMEYEHBbI CTAaTUCTUYECKM 3HAYMMbIE OTIMYMS: (*) — OT KOHTpONbHOI rpynnbl (p<0,05), (**) — oT nepBoit rpynnbl GoNbHbIX anunencyeit (p<0,05) Npu NonapHbIx CpaBHEHHUSIX
(ang kputepns ManHa-Yuthn)

Ta6mmma 2. CpaBHuTe bHAS XapaKTePHCTHKA MoKa3areseir DOI B rpynmax

KoHTponbHas rpynna Ipynna nauneHToB 1 lpynna nauueHToB 2
flokasaren Me 1Q ua 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

KouTtponbHas rpynna Fpynna naumeHnToB 1 lpynna nauueHToB 2
flokasarenn Me 1Q uQ Me LQ uQ Me 1Q uQ
A P50N75 Oz, MkB*** 6,8 33 10,9 4,2* 2,2 7,6 3,00+ 1,4 55
AN75P100 Oz, MmkB*** 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 Ipynna nauunexToB 1 l'pynna nauueHToB 2
flokasaren Me LQ ua Me LQ 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
Wutepean 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 IPyIax

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 16,8 149 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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O0cyxnenue

HeomHopomHOCTE TPYIITEI GOMBHBIX SMIUICTICHEH 10 TT0Ka3a-
TeJsIM Pe3yJIbTaTUBHOCTH AESATENbHOCTH CBSI3aHA ¢ KIMHUYE-
CKHMU 0COOEHHOCTSIMHU 3a00J1eBaHUS; TIPY 3TOM MALIMEHTHI U3
HU3KOPE3yIBTaTMBHOTO KJIacTepa XapaKTepu3yloTcs bonee He-
0JaronpusITHHIM TeYeHUEM 3a00J1eBaHUS ¢ OOJIbILEH YacTOTOM
I'CII mocne KoppeKIMK Teparuy U 00iee BEICOKUM YPOBHEM
KOTHUTMBHBIX PaccTPOMCTB. Pasmuuus pe3yabTaTUBHOCTH Je-
SITETTBHOCTH Y OOJIbHBIX 3MUIETICHEH CBA3aHBI KaK ¢ TEMIIOM
peann3yeMoii IeaTeIbHOCTH, TaK M KOHTPOJIEM Hal oIIrOKa-
Mu. OnHUM U3 (HaKTOPOB MOJYYEHHBIX PA3INUMil MOXET ObITh
npeodnagaHue B Ipymie 2 MalUeHTOB ¢ CUMITOMATHYECKUM
opmamu snunencun. OcobeHHOCTH 3a0oNeBaHU B 00eMX
TPYIIIaX, TO-BHOMMOMY, ONPEEIAIOT XapakTep 00eCIeIeHIS
MOJIEINPYeMOii IeITeIbHOCTHU U CIIeLI(DUKY ee CUCTEMHOI op-
raHU3alKU.

CpaBHUTENbHBI aHAIM3 MEXaHW3MOB OOECTeUYeHMsT Mope-
JIIPYeMOii NeITeIbHOCTH TEMOHCTPHPYET YCHJICHHE CHHXPO-
HU3UPYIOIIMX BIMSHUN MO AaHHBIM CHEKTPaJbHOIO aHaiu3a
O8I, 3amemneHue cpefHeil 4acToThl anbga-KoiebaHui, xa-
paKTepu3ylolell TpeodaafaHie MEXaHU3MOB HETpPOTYKTUB-
Hoil akTmBammu [12], a Takke cHIKeHWe 4acToTHl KK® u
yBenmueHune koapouumenta koppensauun KK® 53T B rpyn-
re OOJbHBIX BMUJIETICUe. DTO SBISIETCSl OTpaxeHueM Oosee
BBICOKOTO YPOBHSI TIATOJIOTHMYECKON CHUHXpoHM3armu DI
CUTHaja U OoJiblIeH HampssKeHHOCTH (YHKIIMOHUPOBAHUS
uepebpanbHbix MexaHu3MoB [13]. Tlokazatenu SK30TEHHBIX
1 KorHUTUBHBIX BIl B HU3KOpe3ynbraTUBHOM Tpymime 00Jb-
HBIX TEMOHCTPUPYIOT CHIDKEHUE MOIIHOCTU crieluduueckoi
3pUTENbHON addepeHTallt, YTO CBA3aHO KaK C YCHJICHHEM
AKTUBHOCTY MHTMOMPYIOIINX KOPKOBBIX MEXaHU3MOB, TaK U C
MO0O0YHBIM 3(PGHEKTOM aHTUKOHBYJILCAHTOB. YCTAHOBJIEHHOE B
9TOii Xe IpyIIe OOJbHBIX YBEIUYCHUE ATUTENbHOCTH peaju-
3al[d KOPKOBBIX MEXaHU3MOB WIECHTUGDUKAIIMUA U TIPUHSITHS
peIeHNsI B OTHOIICHWM CTAMYJIA CO CHIDKCHHEM MOITHOCTH
0MO03JIeKTPOreHe3a B aCCOLIMATUBHBIX 30HAX KOPbI acCOLMM-
POBaHO ¢ 00JIee BEICOKUM YPOBHEM KOTHUTUBHBIX HAPYIICHHIA
[14]. MexaHu3Mbl MOTOPHOTO OOeCIeYeHUsl IeSITebHOCTU B
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HU3KOPE3YIBTATUBHON TPYIITIe OONBHBIX SMUJIETICHEN 1eMOH-
CTPUPYIOT CHUXEHUE aKTUBALMK KOPbI TONIOBHOTO MO3Ta MpU
peanuzanuy peHoOMeHa TOTOBHOCTH K MOTOPHO# peakilnu, 4yTo
ACCOIMUPYETCSl C 3aMEUICHUEM TeMMa TPOCTBIX U CIIOXHBIX
CEHCOMOTOPHBIX peakuuit [15]. BereraTuBHOe oOecreueHue
JESITeIbHOCTH B JJAHHOM TPYIITIe XapaKTepU3yeTcs] CHUKEHU-
em BCP, uto orpaxaer mpeoOiamaHue aKTHBHOCTH CTpecC-
peanu3yrolx MexaHu3MoB [ 16], a Takke yMeHbIIIEHHEM MOII-
HOCTH CHeKTpanbHbX coctapisiionmx BCP, uro ¢ mosutum
MHGOPMALIMOHHO-PETY/ISITOPHOM KoHLenuuu [17] xapakrepu-
3yeT HEMOCTATOYHYI0 TUHAMUYHOCTD BKITIOUEHUST Mepapxude-
CKV OPraHM30BaHHBIX LIEHTPOB BETETATUBHOIO 00ECTIEYEHUs B
MOJIENTUPYEMYIO IESITENbHOCTh. BbICOKMIT ypOBEHb aKTUBHOCTH
JIbIXaTeNbHbIX 3(MHEKTOPOB MOcie KOTHUTUBHOW HATpY3KH B
rpymre 2 00JbHBIX AMUIETICUEl TaKXe aCCOLMUPOBaH ¢ (PyHK-
IIIOHUPOBAHUEM CTPECC-PEATUIYIONINX MEXAaHU3MOB.

TakuM obpasoM, crnenudrka MEXaHU3MOB OOECTIEUEHHUsT pe-
3y/IBTATMBHOCTY MOJIETMPYEMOH IieIeHAIIpaBACHHON AesITe/b-
HOCTH Y OOJTbHBIX STTUIETICHE TECHO CBSI3aHa C KITMHUYECKUMU
XapakTeprcTHKaMu 3a0oseBaHusl. [Ipu 3ToM HemocraTo4Has
PEe3YJIBTaTUBHOCTD NEATELHOCTH Y OOJBHBIX SMUJIETICUE 00y-
CIIOBJICHA CHIDKEHHOI aKTHBHOCTBIO CHeIM(bUUecKuX adde-
PEHTHBIX, ACCOLIMATUBHBIX CYOCHCTEM U MEXaHM3MOB MOTOPHO-
ro obecnevyeHus IeITeTbHOCTH, OHA COYETAETCS C N30BITOYHOIA
AKTHBHOCTBIO HECTIEU(IIECKUX CTPECC-PEaTU3YIONINX MeXa-
HU3MOB. Bce 3T0 ompenenser ypenuyeHue hU3M0I0TUYECKOl
CTOMMOCTH JIESITeJIFHOCTA M, CJIeHOBAaTeIbHO, YMEHBIICHUE
ee 3¢ heKTUBHOCTU. MOXHO MPEANnoN0XUTh, YTO HU3Kasl 3¢-
(heKTUBHOCTh MOJENMPYEMON 1eJIEHATIPABICHHON JesITeNb-
HOCTU OTpaXaeT HEIOCTaTOYHOCTb COIMANbHOM amanTaluu
TMAIMEHTOB 1 XapaKTePU3YeTCs BBIIIEOTMCaHHOM crierduKoi
CHCTEMHOM OpraHM3aIll MEXaHM3MOB ITOBEICHUS B JaHHOI
rpynme. MHTerpaTMBHBIA MOAXOM K M3YYEHUIO MEXaHU3MOB
IeJIeHANIPABICHHON JeSITeTPHOCTY TALMEHTOB C SIIIICTICHEH
uMeeT OOJIbIIIoe 3HAUCHHUE A1 IPOBENCHUS KaK TMarHOCTHYe-
CKUX, TaK U peaOWIIMTAIlMIOHHBIX MEPOTIPUSITHIA.
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IIpyuMeHeHEe Me3eHXUMAaJIbHBIX
CTBOJIOBBIX KJIETOK IIpU aTpoPUu
3pPUTEIbHBIX HEPBOB Y OOJBbHBIX
paCCesIHHBIM CKJIEPO30M:
IIUJIOTHOE UCCIIEIOBAHUE

I.H. Bucara', A.B. Kosanenko!, I.E. Ucaesa', 11.10. Kosanenko!, A.B. Hosunkuii?, 1.B. JTutsHenxo!

'@I'b BO YBO «Boenro-meduuuncras axademus um. C.M. Kuposa» MO PD, Canxm-Ilemepbype, Poccus;
Y@I'BY3 Kaunuueckas boavhuya No 122 um. JLI. Coxonosa, Cankm-IlemepGype, Poccus

Beedenue. Kremounas mepanus paccesnnoeo ckaeposa paccmampueaemcs 8 Hacmosuee 6pems Kax 00UH U3 Hauboaee nepeneKmusHbIX 6apUaHmMos AedeHus npu
OaHHOM madcenoM 3a001e8aHUL HEPBHOLI CUCIEMDL.

Mamepuaavt u memoost. Jlgym nayuenmam ¢ peyuougupyiouie-pemumupyrouum paccesunvim ckaeposom (PPPC), ocaoxcherHbiM uacmuunoii ampogueil 3pu-
menbHbix Hepeos (A3SH) ecaedcmeue dsycmopotteeo pempo0yib0apHO20 Heapuma, nposedeHo feyeHue ¢ UCHOAb306AHUEM AYMOAOUMHBIX MYAbMUNOMEHIMHBIX
MeseHxumanvhvix cmeonosbix kaemok (MCK). MCK Gbiau nosyuerbi npu nomowu acnupauuorHol Guoncuu KOCImHO20 M032a ¢ NOCACOYIOUWUM UX GbloedeHueM,
Kyavmueuposanuem u kpuoxpanenuem. Beedenue MCK nposodunu 6 coomeemcmeuu ¢ pazpabomantbin RpomoKosoM nymem KOPOmKOL 6HymMpUgeHHOU UHQy3uu
8 pecycnerdupyrouem pacmeope 5% eatokosnt ¢ dobasaenuem 10% aymocvisopomiu 6 koauuecmee 2,0%10%/ke maccet meaa 6 couemaruu ¢ A0KAAbHbIM RAPAOYAL-
Oaprvin seedenuem MCK 6 xoaunecmese 10x10° 1 paz 6 mecsy 6 meuenue 4 mecsues. Konmponvhyio epynny cocmasunu dea nayuenma ¢ PPPC ¢ wacmuunoii A3H,
UMesuiLe Makue Jce 603paci U MANcechtv 3a601e6aHUSs, KOMOPbie NOAYHANU CMAHOAPMHYI0 Mepanuio (Memaboauteckyto u eaiokoKopMUKOUOHyo).
Pesyavmamat. Hegpoaoeuueckoe u Helipoodmansmonoeuteckoe 00cae008anus nposedersi 0o u cnycms 6 mecsues nocie fe4eHus. B nposedeom nusomuom uc-
CAe008aHUL YCmanoeaera be3onackocmy pazpabomanroeo npomokona sedenus MCK u, coenacho npedeapumensivim OaHHbIM, YMEPEHHAR KAUHUMECK AR IgeK-
mugHocmb mepanuu y Hexypabenvhuix 6oashbix ¢ PPPC ¢ A3H.

Sax.arouenue. Ilonyennsie danHble HO360A8H0M PACUILUPUMD NPOSPAMMY KAUHUMECKUX UCCAC008AHUIL KACHOUHOI MePanul npu PaccesHHOM CK.Aepo3e.

KiioueBble clioBa: paccesblil CKAepo3, 3pumenbHbiil Heps, Ampopust, Me3eHXUMAAbHbIe CME0A08be KACMKU, MPAHCHAGHMAUUS, deMueat-
HU3AUUS, DeceHepaius.

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.
DOI: 10.18454/ACEN.2017.2.4
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Beenenne

Paccestannrit cknepos (PC) — BocmanuTenbHO-1eMUETUHAZH -
pylolliee ¥ HelipoereHepaTUBHOE 3a00JIeBaH1eE, TIOpaKalolee
MPEUMYLLIECTBEHHO MOJOAbIX Jull (B Bo3pacte 20—40 jeT) u
MPUBOSIIEe K MOCTeNeHHOM nHBatuau3anuu. PC BcTpeyaer-
cs1 c yactoToit 30—70 cayvaes Ha 100 Toic. HaceneHus B Poccun,
MaKcHMaJbHas ero yacTota otMeueHa B CeBepo-3amagHoM pe-
rMoHe ctpaHbl. [103aTOMY, TOMHUMO MEIUIIMHCKOM, 3a00j1€eBa-
HUE MMEET CYIIECTBEHHYIO COIMATbHO-9KOHOMUYECKYIO 3Ha-
yuMocTb [1, 2].

OnHoil 13 HamboIee BaXKHBIX MPUIMH WHBAIUIU3AIMU TIPU
PC gBnsercs HapylieHue 3peHUs ¢ aTpodueil 3pUTeNbHbIX
HepBoB (A3H), KOoTOpoe BO3HMKAeT BCIEACTBHME BOCIIAJIM-
TeJIbHOM NeMUESTMHU3ALIMY U IETeHEPATUBHOTO MOBPEXAECHUS
AKCOHOB, OOYCJOBJIEHHOTO NeWCTBUEM KOMIUIEKCA pPa3iny-
HBIX (hakTopoB |3, 4]. Db deKTUBHBIX MeToOB NeueHust A3SH,
pa3BUBLIEHCS BCAEACTBYE EPEHECEHHOTO PETPOOYIb0APHOTO
HeBputa (PBH), Het. laHHOE 00CTOSATEIHCTBO OOYCIOBICHO
TEeM, UTO 0OJIbIIIOE KOJMYECTBO JIEKAPCTBEHHBIX CPEICTB Ipe/-
JIOXKEHO IS JIEYEHUST BOCIIAMUTEILHOTO TIpoIiecca, a Ipera-
partoB, 00JagaoIInuX J0Ka3aHHOM CIIOCOOHOCThIO 3(h(DEKTHB-
HO TOPMO3UTh MOBPEXIEHNE AKCOHOB, a TeM 00Jiee OKa3bIBATh
pereHepaTMBHOE NECTBME HA HMX, B HACTOSINEe BpeMs He
cymecTByer [4, 5].

OIHUM U3 MEpPCNEeKTUBHBIX U MaTOreHeTHMYECKU HarpaBlieH-
HBIX METOIOB JIeUeHUs] HEMpOIereHePaTUBHBIX 3a00JIeBAHMIA,
BKmouas PC, sBisieTcsl TpaHCIUIAHTALIMS ayTOJIOTMYHBIX IT0-
JIMITOTEHTHBIX ME3eHXMMAIbHBIX CTBOJIOBBIX KieTok (MCK),
00JIamaonMX TOKa3aHHBIM TPOGMUUECKUM U PerapaTHBHBIM
noreHanoM [6—8]. Oxnako mpy cucteMHOM BBeneH MCK
yOeIUTENbHBIX TAHHBIX O TIOJIOXUTETLHOM BO3IEHCTBIN Tepa-
MMM Ha 3pUTeNIbHbIe (DYHKIMU HE TOoIyYeHo [6, 8], BeposiTHO,
BCJIEACTBUE HemocTaToyHoi KoHUeHTpauuu MCK B cTpykTy-
pax 3puTeabHOM crcTeMbl. JlaHHBIe 00 3POEKTUBHOCTH U Tie-
PEHOCHMOCTHU COYETAaHHOTO JIOKATLHOTO M CUCTEMHOTO TIPUMe-
neanss MCK mpu TakoM HeKypabenmbHOM ocitoxkaeHnH PC, kak
A3H, oTCyTCTBYIOT, YTO MO3BOJMIO MHULIMUPOBATH HACTOSIIEE
WCCIIEI0BaHNE.

Ieas uccaenoBanus — OLEHUTH O€30ITACHOCTb, MTEPEHOCUMOCTD
1 3¢ deKTUBHOCTD Tepanuu ayronoruyHbiMu MCK npu ux co-
YeTaHHOM BBeJieHUHU 00JbHBIM ¢ A3H, 00ycnoBieHHo# Bocna-
JITETTBHO-HEepoIereHepaTUBHBIM TIpotieccoM 1pu PC.

Marepua/bl 1 METOIbI

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

Bce mammeHTH IOayYanu JiedeHWE OTHMM M3 CTaHOAPTHBIX
HMMMYHOMOLY/TMPYIOLIMX TpenapatoB | 1uHuu (rmatupaMepom
anerara 20 MT MOIKOXHO exXelHEBHO, MHTepdepoHOM OeTa-1a
30 MKT BHYTpUMBIILIEUHO 1 pa3 B HEJEIO UIM UHTEPHEPOHOM
6eta-16 8 miH ME noakoxHo yepe3 AeHb) He MeHee 12 Mec U
HaXOIWINCh B COCTOSTHUU PEMUCCHH Ha ITPOTSDKCHUN He MEHee
2 Mec 10 BKJIoYeHus1 B uccaegosanue. [Ipu odoctpenun PC
BCE MAIMCHTHI B TIPOIIIOM MOTYYaIl IIOBTOPHBIC KYPCH KOp-
TUKOCTEPOMIHOM Tepanmuy METUITIPEAHU30JI0HOM BHYTPUBEH-
HO KarespHo B 03¢ 3—5 . Kputeprem BKIIOUeHUS TALIMEHTOB
B McclieqoBaHue Obl1a HeKypadenbHocTh ASH, nposiisonas-
s OTCYTCTBHEM B T€UEHKE OIHOTO U 0oJiee JIeT KIMHUYECKOTO
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Ta6mma 1. XapakrepucTuka obcienoBannbix namuetos ¢ PC u ontiye-
CKMM HEBPHTOM B aHAMHe3e (IBYXCTOPOHHUM)

Napamerpsl OcHoBHas  KoHTponbHas
rpynna rpynna

MaumenTsl ¢ PC Net No2 Ne3 Ne4
Mon X M X M
Bo3pacr, ner 27 32 25 27
[LnutensHocTb 3abonesanus PC, net 14 5 7 5
EDSS, 6annbl 4 35 35 4
CkopocTb nporpeccuposatys PC! 0,3 0,7 0,5 0,8

lMpumeyaHue: ' ckopoCTb MPOrpeccypoBaHNs NPOLIECCA B OTHOCUTENbHbIX €AMHILIAX PaCcCUMTbI-
Ba/IM KaK COOTHOLLEHVE TsxecTn 3abonesams no Kurtzke (1983) (8 6annax) k ero AnMTensHOCTH
(4meno ner).

a¢ddekra Ha 3puTeNbHBIE (PYHKIUK OT MPOBOAMMON BBIIIE-
VIIOMSIHYTOl cTaHmapTHoW Tepanuu. CTemneHb TSXKeCTH 3a00-
JIeBaHU OLieHUBaJIM 110 LiKajie uHBanuauzaunu EDSS Kurtzke
(1983) [10].

[Iporokon wucciaenoBaHusl OAOOPEH BSTUYECKUM KOMUTE-
TOM W YYEHBIM COBETOM BOEHHO-MeIWIIMHCKON aKageMUu
um. C.M. Kuposa. Ayronornaasie MCK monyueHsl pu 1mo-
MOIIM acMUpPalMOHHON OMOTICUM KOCTHOTO MO3ra B KOJHU-
yectBe 8§0—100 ma. B ycioBusix ceptuduupoBaHHON Jabo-
patopuu OO0 «TpaHCTeXHONIOTHI» OBLIO IPOU3BEACHO UX
BBIZIENICHNE, KYIBTUBUPOBAaHNE U KpHoxpaHeHue [6]. Obpat-
Hoe BBeneHre MCK mpoBomumu B cOOTBETCTBUU ¢ pa3pabo-
TaHHBIM TPOTOKOJIOM IyTeM KOPOTKOW BHYTPUBEHHON MH-
¢dysuu MCK B pecycrnieHaMpyIoLieM pacTBope 5% IJII0KO3bI C
nobasneHueM 10% ayTochIBOPOTKH B KoiauuecTse 2,0x108/kr
MAccCHhl TeJIa B COUCTaHHHM C JIOKAJTbHBIM ITapa0yI50apHEIM BBe-
nenneM MCK B koimuectse 10x10° ki1eTok ¢ yacroroii 1 pas B
Mecs1l B TeueHue 4 Mec.

[ToapoGHOe HeltpoodTaibMOJIOTMUeCKOe 00CIeI0BaHIE BCEX
MALMEHTOB BKIIOYAIO: Bu3oMerpuio (mmo tadsmie I.A. Cus-
1eBa); 0PTaIbMOCKOIUIO; OLEHKY TOMIIMHBI CJI0SI HEPBHBIX
BOJIOKOH ceTyatky nucka 3putenbHoro Hepsa (CHBC 3H) ¢
MIOMOIIIBI0 ONTUYECKO# KorepeHTHOU ToMorpaduu (OKT) Ha
npubope OKT «RTVue 100-2» (mporpammel EMM-5 u RNFL
3,45); KUHETMYECKYI0 U CTAaTUUECKYIO0 TepuMeTpuio. KuHetun-
YECKYI0 MePUMETPUI0 TIPOBOIMIN 0 CTAHIAPTHOU METOIMKE
Ha nipuOope TTPII-60 Ha Genblil OOBEKT pasMeEPOM 5 MM I
OLIEHKH TieprudepruyecKuX rpaHUILL ¥ MOMCKA OTHOCUTENbHBIX U
abCOJIOTHBIX CKOTOM, a TaKXe Ha IBETHbIE OOBEKTHI (CUHMWIA,
KpacHBIM, 3eJeHbIN) A1 LBETOBOM mepumerpun. CraTnde-
CKYIO TIEPUMETPUIO BHITIONHSIM 110 CTAHIAPTHBIM METOAUKAM
Ha KOMIbIOTEPHOM aHanm3arope 3peHust «Humphrey» («Carl
Zeiss Meditec», Tepmanust), moporosbiit Tect 24-2. I1pu aHa-
3¢ (YHKIMOHATBHBIX M3MEHCHMI YIUTHIBATM OCHOBHBIE
MepUMETPUYECKUE MHICKCHI: CPelHee OTKIOHEHUE CBETOUYB-
CTBUTEJIBHOCTU ceTyaTku (MHAeKC MD) 1 matTepH cTaHaapT-
Hoe otkynoHeHue (PSD).

JIns OLIEHKW 3pUTENbHBIX BBRI3BAHHBIX TMoTeHIManoB (3BII)
Ha PeBEPCUBHBIIA IIaXMaTHBII MATTEPH UCIIONB30BATNA MHOTO-
(byHKIMOHANTBHBIN KoMIIbloTepHBII KoMIuieke «Heiipo-MBIT»
(«HeiipoCod1», MBaHOBO), C OMHOKAHAJIBHBIM METOIOM pe-
ructpauuu 3BII mo mexayHaponHoii cxeme 10—20, ¢ mocie-
JYIOLIMM aHATM30M TOKa3aTeNell JaTeHTHOCTH, aMILIUTYIbI
1 opmsl nuka P, 3BII.
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JI1s1 OLIEHKM KOHTPACTHOM YYBCTBUTEIbHOCTU MCIOIb30BAIM
KOMIIBIOTEPHBI BapuaHT BU30KOHTpacTomeTpuu (BKM) mo
CTaHAAPTHOM METOAMKE 1 OMHOKY/ISIPHbIA HU3KOKOHTPACTHBIN
tect Cnoan (LCSLC — Precision Vision, 1aSalle, IL) ¢ ucronb-
3oBaHueM E-tabmuir ¢ ypoBHeM konTpacta 100%, 2,5%, 1,25%.
OO0cnemoBaHue MPOBOAWIM MOC/IE MOJHOM KOPPEKIIMK OCTPO-
THI 3pEHYSI JUTS TAJT Ha PACCTOSTHUM 2 M OT TJIa3 TallieHTa.

Pe3yabraThl

BHyTpuBeHHBIE MHGY3UU U MapabyabbapHble MHBEKLIUU ay-
toornyHbIx MCK mepeHOoCHMIICh TaleHTaM1 YIOBIETBOPH-
TeJIbHO, 0€3 CUCTEMHBIX TTOOOUHBIX 3 (heKTOB. MecTHBIE pe-
aKIY TI0CTIe TTapaOyTb0apHBIX MHBEKIMIA B BUIE YMEPEHHOMN
00/1e3HEHHOCTH U TUIIEPEMUU COXPAHSIUCH 0 3 CYT.

YV nayuenmrxu No 1 M3 OCHOBHOU TPYIIBI TIPU TEPBUYHOM
ocmotpe B 2008 I. octpoTa 3peHus 6buta paBHa 1,0/1,0; mepu-
(hepuueckue Tosst 3peHusT Ha Oefiblii 00bEeKT — HOpMa, Ha I[Be-
Ta (KpacHBIiA, 3e/ICHBI) KOHICHTPIMYECKN CYXEHBI Ha 000MX
rnazax. OdTaabMOoCcKoNus: mobJeIHeHe BUCOYHBIX TIOJOBUH
JI3H o6oux rna3. OKT: cpeansst tonmmua CHBC — 64 MukpoH
Ha npaBoM In1asy (oculus dextra — OD) u 65 MMKpOH Ha Jie-
BoM r1a3y (oculus sinistra — OS), MakyIspHbIiA 00beM 5,8 M3
n 5,6 Mm® coorBerctBeHHO. BKM: cHMXeHME KOHTpacTHOI
YyBCTBUTEIBHOCTH B AWAINA30HC HU3KUX IPOCTPAHCTBCHHBIX
yactoT Ha 15%. IIpo6a Cnoan: 57—7—0 (KOJIMYECTBO MPOYHU-
TaHHbBIX 3HaKoB). [IpoBoaMMOE MaIMEHTKE JeYeHHe, BKIIO-
yaBlliee BHYTPUBEHHbIE MMMYHOITIOOYIMHbI, JaKBMHUMOI, a
TaKXKe MMMYHOCYIIPECCUBHBII IIperapaT MUTOKCAHTPOH, He
0Ka3aJio CTOMKOTO TOPMO3SIero 3ddeKTa B OTHOIIEHUH 000-
cTpeHuii 3a0ojeBaHus. B 2009 1. pas3Buiics OBYXCTOPOHHUI
PBH co cHuxenuem octpoTsl 3peHus ao 0,3 (OD) u 0,5 (OS).
[ToBTOpHBIE KypCH (C MHTEPBATIOM B 2—3 MeC) METHIIPETHM-
30JI0HA 110 3—5 T BHYTPUBEHHO KalleJIbHO 5 pa3 B TeUeHUe roaa
He MPUBEIU K U3MEHEHHIO OCTPOTHI 3PEHML.

Cnycta 3 Mec mocsie TOCTEIHETO Kypca METWINpPeTHU30J10-
Ha nposeneHo jedyeHne MCK, mocie KoTtoporo mocTemneH-
HO 3a 6 Mec 0CTpoTa 3peHus Ha oba Tiaza moBbicunach 1o 0,8
(puc. 1), cpennss rommuuna CHBC — 1o 69 mukpon OD (4ro Ha
5 MUKpOH 00blIIe, YeM Mpu uccaenoaHuu no tepanuu MCK)
u 74 muxpon OS (yBenquueHue Ha 9 MUMKDOH), MaKyJISPHBIH
00beM Takxe yBemamics 10 5,79 (OD) u 6,68 mm® (OS). BKM:
TIOBBILIIEHNE KOHPACTHOM UYYBCTBUTELHOCTM BO BCEX AMama-
30HaX MPOCTpaHCTBeHHBIX yacToT Ha 10—20%. ITpoba Croan:
59—21—0 (xonMyecTBO MPOYUTAHHBIX 3HAKOB) (Ta01. 2—4).

B nanbHeiinieM B TeueHMe 2 JIET TMOJOXUTENbHbIE CABUTH MC-
CIIEIyeMBIX ITapaMeTPOB COXPAHSIIACH C IIPOMOJIKAIOLIMMCS
HEe3HAYUTENbHBIM TTOBBIIIEHUEM OCTPOTHI 3peHus no 0,9, He-
CMOTpSI Ha KPaTKOBPEMEHHOE, B TEUCHWE 3 Hel CHIDKCHHUE
ocTpotsl 3penust 1o 0,3/0,5 Ha 00a 171a3a BO BpeMst 000CTpEHHS
3a00seBaHuUs, KOTOPoe ObL10 3(h(HEKTUBHO KyITMPOBAHO BBE/IE-
HUEeM MCTIIIIPEIHU30JI0HA B cyMMapHoi mo3e 3,0 r (puc. 1).
Heobxonumo nmoguepkHyTh, 4To Mpeabiayiime (1o kypca MCK)
MHOTOKPATHBIC BBEACHMS METUTIPSTHM30JI0HA HE OKAa3bIBAIH
HUKAKOTO MO3UTUBHOIO AEHCTBMS Ha 3pUTENbHbIC (DYHKLIUH.
BoccTaHOBNIEHNE YYBCTBUTEIBHOCTH K METHIITIPEIHU30JI0OHY
MOXHO OOBSICHUTH UMMYHOMOIYIUPYIOIIUMHU 1 TPODUIECKHU -
mu cBorictBamu MCK [5].

[ToBTopHbIi Kype Teparmuu MCK nanueHTKe ObLT MPOBEACH B
2012 r. To teparmma MCK octpora 3penust — 0,9/0,9, mocne —
0,9/1,0 (puc. 1); mpoda Cnoan: 55—20—10 (zo Teparmiu MCK)
n 59-25—11 (6 mec crycts). INepudepuueckue mosst 3peHUst
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Puc. 1. /lunamMuka uaMmeHeHus oCTPOTHI 3peHus y 6016HOoi Ne 1. CT]())e.JIKPI,
HanpaBJieHHbIE BBEPX, — My/IbC-Tepanus MeTHmpeHu3oaonom (1000 mr
Ne 3); cTpeku, Hanmpas/ieHHble BHI3, — BBenenrne 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

— B HOpME, OIIeHKa IIEHTPAJIbHBIX TT0JIell 3peHMs TI0 TPOTpaM-
Me Humphrey 24-2 BbIIBMIA TIONOXHUTEIbHYIO TUHAMUKY: IO
teparmui MCK MD (-) 6,96 nb cripasa, (=) 6,34 nb cneBa;
nocye teparmu: MD (—) 5,29 nb u MD (-) 3,81 1b cootBet-
ctBeHHO. 3BI1 Ha 1maxMaTHBINM MATTEPH TaKXe BHISIBUJIM YIy4-
IIEHUE MPOBENEHMS clieBa (B cpenHeM Ha 9%): 10 JedyeHus —
JIATeHTHOCTD IHKa P,y 163 (OD) u 165 mc (OS), yepes 6 mec —
P,y 161 (OD) u 145 mc (OS). Cpennsst romuuna CHBC I3H
CyIIECTBEHHO He m3MeHwnach (Tadm. 3). EDSS ymenbumcs
Ha 0,5 Oanna. YkazaHHbIE MOJIOXUTEIbHBIE CIBUIU OCTPOTHI
3pEHMUs COXPAHSIIUCD B TeueHue rofa mocie 2-ro kypca MCK.
B nanbHeiileM 0TMEUEHO HE3HAYMTEIbHOE MOCTEIICHHOE CHU-
KeHue ocTpoThl 3peHus 1o 0,8 Ha oba riasa (puc. 1).

IHayuenm Ne 2 ocHoBHoii rpynmel B 2007—2008 rr. mepeHec
MOBTOPHBIE anu3onnl nBycTtoponHero PBH. B 2008 r. ycra-
HoBjieH auarHo3 PPPC, mosyyan cranmapTHyio Tepanuio 6e3
addexra. OcTpoTa 3peHus Mpu NepBUYHOM ocMoTpe B 2013 1. —
0,1 (OD) n 0,2 (OS). [Mocne Tepanmun MCK naumeHT oT™Mevan
CYOBEKTUBHOE YBENMYEHUE YETKOCTH M KOHTPACTHOCTU 3pe-
HUS, CTAJ JIy4Ille pa3lnyaTth I[BETa, MOSBUIACH BO3ZMOXHOCTh
TIOJIb30BaThCSl COTOBBIM TeJe(OHOM, XOTS OCTPOTA 3PEHUS
cymmectBeHHO He m3Menunack: 0,1 (OD) u 0,2 (OS). IMepude-
puyecKye MoJjist 3peHusT Ha Oelblii 00BbEKT — KOHLIEHTPUUYECKU
CYXEHBI C HATMYMEM IIEHTPATbHOM a0COIOTHOM CKOTOMBI. TeM
He MeHee mocie geyeHuss MCK oTMeueHO MOBBIIIEHHE KOH-
TPACTHOI YyBCTBUTEIBHOCTH B IMANa30HE BEICOKMX MPOCTPAH-
CTBEHHBIX 4acToT Ha 20—25%, a TakXKe YMEHbIIEHNE Pa3MEPOB
LEeHTpabHOU cKoToMBI: 10 JeyeHuss MCK crnpasa — 95 (cymma
YIJIOBBIX TPAYCOB N0 § MepuanaHam), mocie — 55, cieBa — 40
1 25 COOTBETCTBEHHO; OTMEYEHO TaKKe pacIIMpeHue MoJIs 3pe-
HUS Ha KpacHBIi 1BeT (06a raza). 3BIT Ha peBepcUBHBI HIaxX-
MAaTHBIN MATTepH Ha CTUMYJBI 24' 1 52" BHIABUIM YBEIUYEHUE
JaTeHTHOCTH uKa Py, 10 156 (OD) 1 127 mc (OS). OKT: cpen-
Hag tomumHa CHBC npaktiyecku He u3mMeHunach (Tadm. 2).
CreneHb TskecTu o 1mkajae EDSS ymeHbimnace Ha 0,5 Oanna
(tabm. 2—4).

Hayuenmrxa No 3 xonrtponbsHoii Tpynmbl B 2007 1. mepeHecna
PBH npasoro rnasza. B 2013 . octpora 3penust — 0,02 (OD) u
1,0 (OS); nepudepuyeckue mojs 3peHUss Ha OeNblii OOBEKT:



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust

MeseHxUManbHbIE CTRONOBLIE KNETKM MPI PACCEAHHOM CKAEPO3e

Ta6smma 2. InHaMAKa OCHOBHBIX 0()TAIBLMOJIOTHYECKHX M HEBPOJIOTHUECKHX TTOKa3aTeeil y namueHToB 10 1 mocie Tepammn MCK

OcHoBHag rpynna

Mertop uccnenoBaHus Ne 1
1o nocne
Busometpust no Tabauue JI.A. CuBLiesa oD 0,3
(ocTpoTa 3peHus ¢ KoppekLuyen) 0S 0,5
KuneTnyeckas nepumetpus Ha Genblit 06bekt OD 548 548
(cymma 8 MepuavaHoB) 0S 550 550
MepumeTpus Ha KpacHbIi LBET 0D 120 260
(cymma 8 mepnamaHoB) 0S 175 220
OD 6,96/4,03 BREIPAIER:
MD/PSD
Crartuyeckas nepumetpus (MD/PSD) 05 634441 [LIERA
20 10
BU30KOHTPACTOMETPMS, CHIKEHME: oD 10 0
1 — Ha HU3KKX YacToTax,
40 (]
2 — CpeaHuX yacToTax, 30
3 — BbICOKMX YacTOTax
(% OT CPEAHECTATUCTUYECKOI HOPMbI) 0s 5
25
Hu3KkoKOHTPacTHbIi TecT CroaH oU  57-7-0
(k0nnY. NPOYMUTAHHBIX 3HAKOB)
EDSS (6annos) 4

KonTponbHasi rpynna

Ne 3 Ne 4

1o 1o nocne no nocne

0,1 0,02 0,02 0,2

0,2 1,0 1,0 0,7 0,8

455 360 360 550 550

460 550 550 550 550

260 0 0 80

280 220 220 90 90
16,2/15 27569 2671 17,2117
6,2/48 BRAREGN 2,15/1.83 23415  10,7/83 Bva/l¥if

60 60 60 50 50

40 50 50 40

95 100 100 80 )

25 20 2% 60 60

20 0 10 2% 20

65 0 0 20 20
20-0-0 60-55-45  60-50-40  20-0-0  50-20-0

3,5 3,5 35 4 4

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

crpaBa — LIEHTpaJIbHasl CKOTOMa, pa3Mephl 85 (cymma 1o 8 me-
pUAKMaHaM), C CY)XeHUEM B HOCOBOM KBaJpaHTe 110 25° OT TOY-
K1 (pUKCAIlMM ¢ HOCOBOI CTOPOHBI; cieBa — HopMma. OdTanib-
Mockomnus: npusHaku yactuyHoit A3H (mobnennenue J3H
cnpaBa). OKT: cpennsist rommmuaa CHBC 54 (OD) u 83 MukpoH
(OS) (Hopma Oonee 90 MMKpOH), MakyasipHBIA 00bem 5,84
mm® 1 7,0 MM® cooTBETCTBEHHO (HOpMa Gonee 6,9 Mm®). BKM:
CHIKEHME KOHTPACTHOM YyBCTBMTEJIBHOCTH BO BCEM OMara-
30HE TIPOCTPAHCTBEHHBIX YACTOT NP MCCIENOBAHUM TIPABOTO
I71a3a, clieBa — TOJIbKO B IMAIa30He HU3KMX MPOCTPAHCTBEH-
HbIX yactoT Ha 20%. B 2008 r. ycranoBnen muarHos PPPC,

NpoXoauia Kype CTaHIApTHOI Tepanuu (METUINpPEeIHU30I0H,
uHTepdepoH 6eta-1a). Yepes ron: cpennsis tonmmHa CHBC —
40(0OD)u 84 mukpoH (OS), MaKyIsipHBIA00BbeM 5,6 MM 1 6,9 MM3
COOTBETCTBEHHO, OCTaJIbHbIE TTOKa3aTeju 0e3 JWHAMUKA
(tabm. 2—4).

Iayuenm No 4 KOHTPOJBHOI TPYIIIBI TIEpeHEC ITOBTOPHBIC
PBH 820051.: 82010 1. — neBbiii r1a3, 82012 1. — mpasbiit. B2009T.
ycraHoBneH auarHo3 PPPC, mojyyan craHmapTHYIO Tepamnuio
(MeTHIIpeTHU30JI0H, MeTabommieckyto). Oocnenoad B 2012 1.:
octpota 3peHus — 0,2 (OD) u 0,7 (OS), nepudepurdeckue mois

Tabmina 3. Iloka3aremn OKT B 0cHOBHOII M KOHTPOJIBHOIA IPYMNAX 0 ¥ MOCJIE TePamnH

OcHoBHas rpynna

KoHTponbHas rpynna
Ne 2 Ne 3 Ne 4
nocrne 1o nocrne 1o nocne
47 5,84 5,6 59 59

70 69 59 60

MNepunanunnsipHas TonwwHa CHBC (mkm)

Mokasarenu Ne l
10 nocne B0
oD 588 5,79 4,86
3 ’ : ’
OGbem Makynbl (MM°) 0S 569 6,68 4,29
oD T 69 g
Cpepss Tonuwa CHBC (mkw) (o o) 87

76 54 40 65 62
86 83 84 64 63

I'IpvlmeanMe: BblE/NIEHbI MONOXUTENbHBIE U3MEHEHNS!; OH YalLle W B BONbLUeN CTeneHun 06Hapy)KeHbI B OCHOBHOM rpynne.

Tadmnma 4. DaekTpodu3noIormIecKue NOKa3aTe OCHOBHOI 1 KOHTPOJIBHOI TPYTIN 110 ¥ MOCJIe Tepamiu

Mokasarenu Ne 1
1o nocne Jile}

OcHoBHas rpynna

KoHTponbHas rpynna
Ne 2 Ne 1 Ne 2

nocne no nocne no nocne

3pMTeJ'IbeIe BbI3BAHHBIE NOTEHLMAIbI HA LIAXMATHbIA NaTTEPH

JlatenTHocTb P, (Mc)

0D 163 161 156
0S 165 145 127

149
122 127 130

149 178
125 100

Mp1MeyaHye: BbAENEHbI NONOXUTENbHbIE M3MEHEHUS, OHY YalLe 1 B GOSbLEN CTENeHN 0GHAPYXEeHbI B OCHOBHOIA rpynine.
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3peHus Ha 0enblii 00BbEeKT — HOpMa C 00erX CTOPOH, CKOTOM He
BbIsIBIIEHO. O(TaTbMOCKOMNMS: MOHOTOHHOCTb, TOOJIEIHEHUE
JI3H. OKT: cpennsts tonmmua CHBC — 65 (OD) u 64 MukpoH
(0S), MmakynspHbIit 06beM — 5,95 MM> 1 5,86 MM? COOTBETCTBEH-
Ho. BKM: cHIkKeHre KOHTPACTHOI YyBCTBUTEBHOCTH BO BCEM
JMAara3oHe MPOCTPAHCTBEHHBIX YACTOT Ha 06a masza 10 50%.
Yepes roa nokaszareu HeBposorndeckoro ocmorpa (EDSS 4,0
Oajna) He 3MeHWIUCh. [1pu HelipoodTanbMOJIOTNYECKOM OC-
MOTpe OCTPOTa 3peHMsI, KOHTPACTHAasl YyBCTBUTEIbHOCTD, CBE-
TOBasI YYBCTBUTEIBHOCTh HECKOIBKO TIOBBICUIIICH, OMHAKO 00-
palaeT BHUMaHUe OTpHUIIaTeIbHAsI TMHAMUKA TP TIPOBEACHUI
metoza OKT — cpennssa ronmmna CHBC 62/63 mukpon (OD/
OS), 9TO MOXKET CBUIETEILCTBOBATH 00 aKCOHOIIATHHM, TIPH 3TOM
MaKYJISIPHBIA 00beM MPAKTHYECKH HE M3MEHWICT — 5,9 M3
1 6,0 MM® COOTBETCTBEHHO (Tab1. 2—4).

Oo0cyxnenue

TakuM 00pa3oM, B HACTOSIIIEM TUIOTHOM MCCJIETOBAHUH Jieye-
Hue PC ¢ momorsio cucreMHoro u MmectHoro BeeneHuss MCK
MalyeHTaM OCHOBHOM TPYIIITBI YIYYIIAIO 3PUTEbHBIE (DYHK-
Iun (M0 OOBCKTUBHBIM TaHHBIM) W CHU3WIO BBRIPAKEHHOCTH
HEBPOJOTUYECKOM CUMIITOMATUKMA W CTENEHW WHBaIUIU3A-
uuu Ha 0,5 6ama (mo mkane EDSS). B To xe Bpems mocte-
MIEHHOE JIETKOE CHWXGHUE OCTPOTHI 3pEHUS Yepe3 TOf IMOCIe
npekparenus nedeHrss MCK y mepBoii maimeHTKY, a Takke
nocteneHHo yxyamenue nokasateneit OKT y Bcex manmeHToB
CBUAETEJILCTBYIOT O MPOMOIKAIOIIEMCS CHUXXEHUU TOJIIMHbI
CHB I3H B OOMBIIMHCTBE CEKTOPOB CETYATKM, HECMOTpST Ha
MPOBENCHNUE JICUECHMSI, YTO, OUEBUAHO, OTPAXAET COXpaHEHHUE B
1IeJIOM BOCTIAJIUTEILHOTO U HEWPOJereHePaTUBHOTO POLIECCOB
B LIHC. Tlpu 3TOM CHMXEHME TONIIMHBI CETYATKH TIPU Jieye-
Hur MCK (B 0CHOBHOJ TpyTine) ObLIO BhIPaAXKEHO B HECKOJb-
KO MEHBIIEH CTeIleHH, YeM B KOHTPOJIBHOMU TPYIIIIe, OTHAKO
JaHHbIE pPe3yJIbTaThl HE SBISIOTCS OKOHYATENbHBIMU BBUIY
OTPAHWYEHHOW BBIOOPKU MAIMEHTOB. [loay4eHHbIE pe3ynbTa-
ThI TIOATBEPXKIAIOT MPEATION0XKEHKE O TOM, UTO Tpohuyeckoe 1
umMmyHomonyupytomee nevicteue MCK npu HermosHOM nojas-
JICHUH BOCITAJICHHUSI HE MOXET OCTAHOBHUTH TEKYIIUI MpoIecCe
HelipoereHepaIyH.

[Matorenes PC cknampiBaeTcss U3 KOMIUIEKCA ayTOMMMYHHBIX
peaxIvii, TIPUBOMSIINX K WHHUIMAIIMM BOCIIAJICHNS, HAIpaB-
nenHoro npotus antureHoB IIHC. B To Bpems Kak obocTpeHue
PC aBnsietcst pe3yasTaToM aKTUBHOIO BOCHAJ€HHUS, B OCHOBE
MIPOrPECCHUPOBAHUS 3a00JICBAHNS JIeXAaT MPOLIECCH Helipomere-
Hepauuu. B HacTosiiee BpeMsi 04eBUAHO, YTO YTpaTa HEMPOHOB
1 X OTPOCTKOB OITOCPEIYeTCS MHOTMMH MEXaHM3MaMH, BO3HH-
Kasi ¥ IPOIOJIKAsACh Jaxe MPU OTCYTCTBUU aKTUBHOTO BOCTIAJIE-
HUS, OJHAKO BOCMAJICHUE COXPaHSET CBOE BeAylllee 3HAUCHUE
B MHUIIALINY ¥ TTOAEpKaHNK HelipoaereHepauuu [1, 2].

Cospemennbie metomukn MPT u ToHkue matomopdonoru-
JecKue MCCIeI0BaHUs IMOKa3ald, YTO KaK OYaroBble, TaK U
nuddysnsie moppexnenus LIHC npu PC oTmevatorcs yxe Ha
PaHHUX 3Tamax 00Je3HU. DTO MPUBOJMT K MOBPEXIEHUIO O0JIb-
1IOTO YKC/ia aKCOHOB, BKJIIOYash aKCOHBI 3pUTEIbHOTO HEpBa,
Iaxe IIPH OTCYTCTBUU peTpoOyIpdapHoro HeBpura |1, 4]. Tepa-
nus PC B uneane, moMumo BO3IEHCTBUSI HA BOCTIATMTEIbHbIIHA
mpolecc, MOKHA 3alIUTUTh OCTABIIUECS XU3HECTIOCOOHBIE
KIEeTKH, a TaKXe YBEIUYUTh PETEHEPATOPHYIO CIOCOOHOCTH
KJIETOK MJIM TIOJTHOCTBIO 3aMEHUTDb MOBPEXIEHHbIE KIETKH |3,
6]. BOMBIIMHCTBO COBPEMEHHBIX METOIOB JIeYeHMsI HaMpaBpJie-
HbI Ha MTOIABJICHUE BOCTIAJICHUS, XOTSI UMEHHO MPOLIECCH Hel-
POIIPOTEKINN W PETeHEpalliy SIBISIOTCS CaMbIM XXeJTaeMBbIM
pesyasraToM neuenus PC [5].
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OmHUM 13 TIePCIIEKTUBHBIX M TIATOTeHETUYECKN 000CHOBAHHBIX
noaxozoB K JieyeHuto PC 1 Ipyrux natojoruii HepBHOM cucre-
MbI TIpu3HaeTcs ayronoruyHast tTpaHcrutantaimst MCK. Tlpe-
MMYILIECTBOM Teparnuu ayronornaHbiMu MCK siBnsieTcst 1ocTyr-
HOCTbh KJIETOYHOTO Marepuaja, BO3MOXHOCTb MHOTOKPATHOTO
PEKYJIBTUBUPOBAHUS KJIETOK B YCIIOBUSIX i Vitro 0e3 oTepy 01o-
JIOTMYECKUX CBOMCTB, OTCYTCTBHE PHCKA OHKOTeHE3a, YIIpa3aHe-
HUe MHOXECTBa STMYECKUX orpaHndeHuii [4]. Y uctokos ¢op-
MUPOBaHUS YYEHUS, MOATBEPKIAIOLIETO TEOPUIO TMCTOreHE3a
Ha OCHOBE TIPUHIIUIIA TIOCNeNOBaTeIbHON AnpdepeHIMPOBKI
KJIETOYHBIX 3JIEMEHTOB OT UCXOMHOM (CTBOJIOBOM KJIETKH) K Jie-
(OUHUTUBHBIM KJIETOUHBIM (hOpMaM, CTOSUT BBITAIOIIUIACS pyc-
ckuii rucrojor A.A. MakcUMOB — aBTOp YHHUTapHOM TEOpPUU
kposetBopenus (1906—1908 rt.). B 1960-¢ rr. B Poccuu 6rostoru
A. @Opunenmreitn 1 Y. UepTKoB OTKPHIIA B KOCTHOM MO3Te
MCK, obnanmaroniie YHUKaIbHOI pereHepalioHHON CIoco0-
Hocthio [7]. MCK MoryT cnocoOCTBOBAaTh BOCCTAHOBJIEHUIO
noBpexnaeHHoi [THC, BeposiTHee Bcero, IMOCPEACTBOM TyMO-
PaTBHOTO BIMSTHMS 32 CYET BHICBOOOXKICHUS MHOXECTBa TPOGhU-
JeCKMX (PaKTOPOB M OMOIOTMIECKH aKTUBHBIX BeIecTB. Kpome
toro, MCK 001a1a10T Takxke CeJeKTMBHBIM HMMMYHOCYIIPEC-
CUBHBIM 3((EKTOM, TIOAaBNSsI aKTMBHOCTh ayTOPEaKTHMBHBIX
T-muMboIMTOB, CCHCMOMTN3MPOBAHHBIX IIPOTUB COOCTBEHHOTO
MuenrHa. Bee 3To ompenensieT MpoyYHblid TeOpeTUIECKUi (BhyH-
namenT st npuMeHeHnst MCK B TepaneBTHIecKux eisix [7].

B nacrosiee Bpems B ctpaHax Esponbl, ABctpanuu u Kanane
3aBepIIAcTCs] MHOTOLEHTPOBOE T1ale00-KOHTPOIUPYEMOE UC-
cnenoBanue III dazer MCK npu PPPC, B xoTOpoM mpensapu-
TEJIbHO TIOMYYeHbl TOCTOBEPHbIE MOJOXUTEIbHBIE PE3YIbTaThl
[8]. OmHako B 3TOM MccaenoBaHUM 3GhGhEKTH Ha 3pUTETbHYIO
CHCTEMY HE OIMCAaHBI, BEPOSITHEE BCETO MOTOMY, YTO OHO HE
npeaycMatpuBaio mectHoro mpumeHeHnst MCK npu PC u A3H.

Bosmoxnocts npumenenuss MCK npu PC mpencraBnsiercst
BEeCbMa TEepCHeKTUBHOM, T.K. Y 65—78% 6onbHbiXx PC BbISB-
JISTIOTCSL CUMITTOMBI HapYIIEHUS 3pUTEIBHBIX (DYHKIMIA: CHU-
’KE€HHEe OCTPOTHI 3pEHUSI OMHOTO WM 000MX IJia3, U3MEHEeHMeE
TOJIe 3peHus, TOSIBJIEHNE CKOTOM, HEYETKOCTh N300paKeHHS
MpeIMETOB, MOTepsl SIPKOCTH BHUACHMS, MCKaXeHME I[BETOB,
HapylieHue KOHTpacTHOCTH [3, 4]. OmHO JulIb CUCTEMHOE
BBeneHe MCK MoXeT He TO3BOJMTH CO3IaTh JOCTATOYHYIO
KOHIEHTPAIIMIO KJIETOK B 3PUTEIbHOM HEPBE BBUAY HAJIMUUS
remMatosHIedanmnueckoro 6apeepa (I'DB), mostomy momoin-
HUTeIbHOE MapadyibdapHOe BBEACHME C YYETOM BO3SMOXKHOIO
yactuyHoro nospexaeHus ['9b npu PC, BepositHO, crocob-
CTBOBAJIO CYHIECTBEHHOMY VJIYYIIEHHWIO 3pUTENbHBIE (DYHK-
IIMM Y TIepBOM ManueHTKu. [TonoxuTenbHble, HO MEHee OHO-
3HAYHBIC PE3YJIBTaThl BO BTOPOM CIIydae TPeOYIOT pacIIipeHus
TPYIIbl MaleHToB, moiyyatomux JedyeHue MCK mo paspa-
0ortaHHOIf cxeMe. TakuM 00pa30M, HaIIl OITBIT CBUAETEIBCTBY-
€T, YTO coueTaHHoe (JIOKaJbHOEe U CUCTEMHOE) IpUMEHEHUE
MCK y manueHToB ¢ pelaAuBUpYIole-peMUTTUpytommumM PC,
ocnoxHeHHbIM PBH 1 A3H, aBnsercs 0e3omacHbIM U Xapak-
Tepu3yeTcs Xopolleii mepeHocuMocThbIo. [To60uHbIe 3P heKTHI,
MCKITIOYasI JIETKME KPAaTKOBPEMEHHBIC MECTHBIC PEaKIINH, 00-
ycJIoBJIeHHbIe Tapadynn0apHbIM BBeneHueM MCK, otcyTcTBo-
BaJI KaK HETMOCPEICTBEHHO B OMXKaMIIMii TIepro TIocyie BBe-
JIEHUS KJIETOYHOTO MaTepyaa, Tak M IocJIe 3aBepIICHHSI BCETO
Kypca jeueHus. s onpeneneHus: KIMHUIECKON 3(PheKTrB-
HOCTHU JTaHHOTO METOJA JICYEHUS TPeOYIOTCS MalbHEUIIne 1c-
CJIeIOBaHUSI B COOTBETCTBMU C TPEOOBAaHUSIMU J0Ka3aTEIbHOM
MEIUIHEI ¢ YIaCTHEM JOCTaTOYHOTO YMC/IA MAIICHTOB.
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OPUTI'NMHAJIbHBIE CTATbU

SKCHepHMeHTaJIBHaH HEBPOJIOruA

OueHka 3 (PeKTOB KJIEeTOYHOMI
Tepanuy Ha BOCIIPOU3BEICHUE
YCJIOBHOTI'O peJieKca MaCCUBHOIO
n30eraHus y KpbIC
C XMHOJIUH-VUHAYLIUPOBAHHOM
MOJEJIbIO 00J1€3HU | eHTUHITOHA

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

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

Beedenue. Modens c ssedenuen xuroaurosoii Kucromol (XK) 6 cmpuamym kpoic 6ocnpousgoum mHoaue KAuHuko-mopoaoeuteckue Xapakmepucmuxu 001e3Hu
Tenmunemona (BI). B cuay pamanvioeo xapakmepa bl axmyanvhbiv seasemcs nouck sggexmusHbix Menooog ee jedeHis, 00HUM U3 KOMOPbIX A6agemcs
C030aHue HeliponpomeKmopHoli cpedbl 015 3aMe0NeHUs MeKYuee0 OeeeHepamuUH020 NPOUECCA U/ 3aMeleHus NOUOUILX HelPOH08. IMo MOJNCHO OCYijecmaUmb,
8 YACMHOCIU, NOCPeACMEOM MPAHCAAGHMAYUY KAemok, 001adatouux cnocobHocmbo K HelipoHaabHoll OughepeHyuposke u uHmezpayuL 8 COOmeemcmayioujue
CMPYKMYPHO-(DYHKYUOHANbHbIe YepeOpanbhbie cemu.

Heav uccaedosanus. Ouenka ddpexmusrocmu u Gesonachocmu mpancnaanmayuu 8 cmpuamym kpoic ¢ XK-undyyuposanoii modeavio bI neilporanshbix npeo-
UlecmeeHHUK08, OUpepeHUUpoBarHbIX U3 UHOYYUPOBAHHBIX NAHPUROMEHMHbIX cmBonosblx Kaemok (HIICK) 300posoeo doropa.

Mamepuaavt u memodst. Hecaedosanvi dpexmbl Helipompancnianmauui Ha 60cnpou3ssederue ycao08Hoeo peghiekca NaccusHo20 U30eeanus y Kpbic ¢ Mo0eabio
BT, svi3eannoii ssedenuem XK 6 xeocmamoie sdpa. B ocrosHoii epynne Jcugomubix (n=8) 6 kavecmee MpaHcnAGHMUPYeMoeo Mamepuana 8 Xeocmamoie 0pa
6600UU Hen0sedecKie Heliporanbhble npeduecmeentuxy (1x10° 6 10 mka Qusuosoeuecko2o pacmeopa yHUAAMEPAAbHO, HA CHOPOHE NOBPENCOEHUS), NOAYHeHHble
u3 UIICK 300pogoeo doropa; 6 koHmpoabHoll epynne (n=8) — usuosoeuseckuii pacmeop. Tecmuposanue Yca08HbIX peakyliil NACCUBHO20 U30e2anUs nPposooUAl ¢
nomouybio npoepammol ShutAvoid 1.8.03 na yemaroske gupmor Panlab Harvard Apparatus (Spain).

Pesyasmamot. [lpu mecmuposanuy ocnpoussedenus peakyuii RAccUsHoeo usbeeanus Obino 0OHaApydceHo, umo esedenue XK 6 xeocmambte 50pa mo3ea kpoic
docmosepHo 0caadasn0 ycaosHble peakyuu. Helipompancnianmayus HeilpoHabHbix npeduiecmeernukos, noay4entuix u3 UIICK, umesa omuemausviii mepanes-
muteckuti 3pexm u ynpouuaa peaekc naccugroeo usbeeanus. Ha npomsicenuu eceeo nepuoda mecmuposanus (7 cym nocie Hanecerus 601e60eo0 8030elicmeus)
IKCHEPUMEHMANbHbIE HCUBONMHbIE AUOO B0BCE He Nepex00uaU 8 MeMHbII omcek, AUub0 nepexodunt ¢ GoALUIUM AAMEHMHbLM HePUOCOM.

Saxarouenue. Heiipompancnaanmayus ¢ uchoab3osaruem npoussoonsix HIICK 6 sxcnepumerime no3eoasem yayuuiumy CoXpanerue NAMAMHO20 cAe0d y Kpbic ¢
XK-undyuuposarroii modeavio bI, umo cnocobcmeyem KoppeKuuu KoeHUMUBHbIX HAPYUieHUT], 8bI36AHHbIX 86e0eHUeM HelPpOMOKCUHA.

Kmouebie c10a: xunoaurosas Kucioma, 60aesto lenmunemona, ycaoeHbiii pehaeKc naccugnoeo usde2anus, Hapyuerue namsmuozo creda,
HelpoMpaHcnAGHMAYUs, HellpOHANbHbIE NPeOuleCMEeHHUK, UHOYUUPOBAHHbIE NAKOPUNOMEHMHbLE CINBON0BbIE KACHKU.

DOI: 10.18454/ACEN.2017.2.5

Assessment of the effects of cellular therapy
on reproduction of the conditioned passive avoidance
reflex in rats with quinoline-induced model
of Huntington’s disease

Alla V. Stavrovskaya', Ekaterina V. Novosadova?, Nina G. Yamshchikova', Artem S. Ol’shansky', Anastasiya S. Gushchina',
Evgeniya V. Konovalova!, Igor' A. Grivennikov?, Sergey N. Illarioshkin!

!Research Center of Neurology, Moscow, Russia;
*Institute of Molecular Genetics of RAS, Moscow, Russia

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
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OPUTMHAIBHBIE CTATBU. SkcnepvMeHTanbHas HeBposorus
B03MOXHOCTM KNETO4HOIA TepanumM Ha Moaenax HeﬁpOﬂeFeHepaTVlBHle 3ab0neBaHuii

environment to slow down the current degenerative process and/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=8), 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.

DOI: 10.18454/ACEN.2017.2.5

Bsenenne acrmaparuHoBoii kuciaoTel (NMDA) B cTpuaTHBIX HelpoHax,
TEM CaMBIM UMHUTHPYS MEXaHU3MBI THOEITN HEHPOHOB, KOTOPBIE
bonesns [entunrrona (bI') apnsietcst GatanbHBIM Helipoaere- HabJoaaloTCs B Mo3re 6oibHbIX ¢ BI [15, 16].
HepaTUBHBLIM 3ab0JieBaHNEM, KOTOPOE BO3HUKAET B PE3yJIbTaTe
mytauuu B rede IT1S [1], mpuBonsiieit K 00pa3oBaHUIO My- Ilesbio padoTHI OBLTO M3yJEHYE BIUSHIS MHTPACTPUATHOM TPaHC-
TaHTHOro 6eka (mHTT) ¢c aHoMaJIbHBIMU TTOJUTTYyTAMATHBIMU TUTAHTalMM HeMpPOHATBHBIX MPEAIeCTBEHHUKOB, MuddepeHIu-
moBTOpaMu. MyTaHTHBIN O€JTOK HaKaILIMBaeTCs B HEeMpOHaX POBaHHBIX M3 MHIYLMPOBAHHBIX ILTIOPUIIOTCHTHBIX CTBOJIOBBIX
CTpUaTyMa, a TaKXe B PasIMYHBIX 00JacTsIX KOpHI, TaJaMyca, kietok (UI1CK) 3mopoBoro goHOpa, Ha BOCTIPOM3BEEHHE YCIIOB-
TUTNOTAIaMYCe U KOMITAKTHOM YacTh YepHOU CYOCTaHIMK; TIPU HbIX peakimil maccuBHoro usberanus (YPIIN) y kpeic, ¢ Mone-
5TOM OH IIPOSIBJISIET TOKCUYECKOE NECUCTBHME, KOTOPOE IIPUBO- Jibto BI, MHAYIIMPOBAHHOM XMHOIMHOBOM KMCIOTOM.
JUT K THOENW KJIETOK IOCPEACTBOM MEXaHM3MOB, KOTODHIE
OCTAIOTCS He BIOJNHE sSCHBIMM. HavambHble cummTombl BI' Marepuanbl 1 METOIBI
BKJTIOYAIOT B ce0s1 KOTHUTUBHBIE HAPYIIEHUS U TICUXUaTpUye-
CKHUE PacCTPOMCTBA, TaKKE KaK Pa3ApaXUTEIbHOCTb, aTPECCHB- Pabota OblIa BRITIOMHEHA Ha KphIcaX-caMIax JuHuK Wistar B
HOCTb U JIeTIpeccusi. DTU CUMITOMBI MPEALIECTBYIOT HEPOU3- Bo3pacte 3—4 mec (n=24). 2ZKuBOTHbIE COAEPKANNCh B BUBAPUU
BOJIBHBIM MOTOPHBIM PacCTPOICTBaM, OBICTPOIA TTIOTEpe Beca U, WHCTUTYTa MpU CBOOOMHOM JOCTYIE K MUIIE U BOJAE U €CTe-
B KOHEYHOM UTOTE€, CMEPTH MPUOIM3UTENbHO Yepe3 15—20 met CTBEHHOM YepeIOBaHUH CYTOUHOI ocBereHHocTH. Comepka-
TOCJIe TIOSIBJIEHMST IBUTaTeIbHBIX CUMITOMOB [2, 3]. @apmako- HUE XMBOTHBIX U TIPOBEIEHNE SKCIIEPUMEHTOB OCYLIECTBIISIIN
tepamnust BI” ocobeHHO 3aTpyaHEeHa U3-3a TOTO, YTO CIOKHBIE U B COOTBETCTBUM ¢ MeXIyHapomHbIMU TpaBwiamu «Guide for
MHOKECTBEHHbIE TIOBPEXIEHMSI TOJIOBHOTO MO3Ta YK€ Pa3BUThI the Care and Use of Laboratory Animals».
K MOMEHTY TIEPBBIX TIPOSIBJIEHUI CUMITTOMOB. MayioBeposITHO,
9TO TAKOE MOBPEXICHUE MO3Ta, KaK TH0e/Ih HeipOHOB, BBI3BAH- Jlns momydeHust ToKcmyeckoit Momenu BI' kpeicam Bo Bpems
Hast HakorieHreM MHTT, MOXHO BBUIEUMTb UCKIIOUUTEIBHO cTepeoTakcuueckux onepanuii BBoauau 300 HM XMHONMHOBOI
JIEKapCTBCHHOM Tepammeil, II03TOMY COBPEMEHHBIE METOIBI KHUCJIOTHI B 5 MKJI (pM3MOIOrMYecKoro pactBopa (n=16). Bse-
JIeYeHMsl COCPENOTOYEHbl Ha CO3MaHUKM HEHUpPONpPOTEKTOPHOMI JIEHWE OCYIIECTBIISIM YHUIIATEpaJbHO, B MPABBI CTPUATYM.
CpEIbI IUTs 3aMeIJICHIS ITIOTePH HEMPOHOB /MM 3aMEHEI yTpa- B neByto cTopoHy BBOMWIM (PH3MOIOTHIECKUI pacTBOP B TOM
YeHHBIX HeMipoHOB. K HacTosIeMy MOMEHTY MHOTOUHCICHHBIE e o0beme. JIoxkHOoOoneprpOBaHHBIM XHUBOTHBIM OUIaTePaTbHO
UCCJICAOBAHUS TIOKA3IM TPUHLUAMMUAIBHYI0 BO3MOXHOCTb BBOIWIM (u3pacTBop (n=8). Yepe3s 2 He MOCIe BBEACHUS TOK-
MOJTYYCHMS TIONOXKUTENBHBIX 3(P@MEKTOB KICTOYHOU Teparuu CHHA XUBOTHBIE C BBEICHHUEM XUHOIMHOBON KUCIOTBHI OBLIM
[4—8]. OnHako ceromHs, B CUIy psiia MPMHIMITUATBHBIX TIpe- paszieNieHBl Ha JIBe TPYNITBl. KpbicaM IepBoil Ipymiisl («1ede-
MMYIIECTB, B LICHTPS BHUMAaHMS MCCICIOBATENC HAXOMUTCS HBIE» KPBICHL, N=8) BO BpeMsI IIOBTOPHOI CTEPEOTAKCUUCCKOIA
ucnojb3oBanue MIICK mis nevyeHus HelipomereHepaTHMBHBIX orepaluy OCYIIECTRISIM BBEACHUE B MOBPEXICHHYIO 00J1aCTh
3a0071eBaHui, B yacTHOCTH, BT [9—14]. CTpUaTyMa uesioBeyeckux kineTok, nomyyeHHsix u3 UTICK or
3710pOBOTO JoHOPa M ArddepeHIMPOBAHHBIX 110 HEHpPOHAb-
JInst u3ydeHus TmaToreHe3a 3a00J1eBaHMs, IS BBISBICHUS 00- Homy Tutty. JInddepeHIIMpoBKY IPOBOIMIN B COOTBETCTBUY C
JIaCTei MO3ra, MCIBITHIBAIOIINX CTPYKTYPHBIE U (DYHKIIMOHAb- OIMMCAaHHBIMU paHee MPOTOKoIaMu: mepBoHadatbHo u3 UTICK
Hble HapyIlIeHMsI, a TAKXKE IS OLIEHKU BO3MOXHBIX TeParieBTH- ObLTM MOJTYYEeHBI Helpocdepbl, KOTOPbIE Aaiee pa30UBATUCD J0
YeCKUX BMEIIATEIbCTB B HAYUHBIX MCCIIEIOBAHMAX UCIIOIB3YIOT MOHOKJIETOUHOM CYCIIEH3UH M KyJIGTUBUPOBAIUCH B CPEe IS
Mozenu BI' Ha XuBOTHBIX. BoJbIIMHCTBO Mozeneil HagexXHO HelipoHaibHOro pocta [9].
TIOBTOPSTIOT HEBPOMATOJIOTHIO ¥ CUMIITOMATUKY 00Ne3HU. XU-
HosmHoBasg kucinora (XK) spisercss omHUM M3 Hambolee va- JIns cTepeoTakCUYeCKOro BBENCHMS XUHOMMHOBON KHUCTOTHI
CTO MCITOJIb3YeMbIX 3KCAaWTOTOKCMYECKUX areHTOB B MOJENSIX OBLTY MCIONB30BaHbI cleaytomire koopauHatel [17]: AP=1,5;
BI' Ha rprI3yHax. DTa aMHHOKMCIIOTA BBI3BIBACT TMOEIb Kile- V=2,5; L=4,8; m1s BBemeHMs HEHpPOHAIBHBIX IpEIIIeCTBEH-
TOK TMOCPEACTBOM CBsI3bIBaHMS ¢ peLienTopamMu N-metun-D- HukoB, nonydyeHHbx u3 UIICK, — AP=0,9; V=2,5; L=5,5.
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B xauectBe anectesun mpumensum 3o51etiit 100 B mose 3 mr/100 T
U KCUJIAHMT B 103€ 3 MI'/KT BHYTPUMBILIEYHO, /IS TpeMearKa-
LMY UCTOJIb30BaIu aTpornuH B 1o3e 0,04 Mr/Kr moakoxXHo 3a
10—15 MuH 10 BBeJeHUS KCUJIAHUTA.

B xBocraroe siapo cripaBa BBogmiIM cycneHsuio 1x10¢ mudde-
PEHUMPOBAHHBIX KJIeToK B 10 MK (pu3MOI0TMYECKOr0 pac-
tBOpa. CycnieHsuto Habupamy B 10 MK MUKpoIImpui [amMuib-
TOHA Y BBOAMJIU C TIOCTOSTHHOM CKOPOCTbIO B T€UeHUE 7 MUH
(0,7 mxin/mMun). ITocne MHBEKIMM MUKPOIINPUIL OCTaBJISIIN
Ha MeCTe B TeYEHHe elle 3 MUH, 3aTeM MEIJIEHHO M3BJIeKaIH
B TEUEHME OJHON MUHYTHL. B MPOTUBOMOIOXHOM MOJyHIAPUN
TIOBTOPSUTM TIPOLIECC BBEACHUS, HO B XBOCTAaTOE SIIPO BBOIMU-
Ji1 (GPU3MOJIOTUYECKUI pacTBOP. 3a ONUH JeHb 0 OMepaluy 1
majnee eXeTHEBHO B TCUCHHE BCETO SKCIICPMMEHTA KUBOTHEIC
MOJTyYaIu IIMKJIOCIIOPHH B 103¢ 15 MI/KT.

KoHTpoIbHBIM («HENEYEeHBIM» ) SKMBOTHBIM (n=8) BO BpeMs I10-
BTOPHOM OIlepaliiil BBOAWIN (PU3MOTOTHMIECKHI pacTBOp OM-
JIaTepajbHO B TOM Xe 00beMe.

W3yueHne HapyIIeHW A KOTHUTUBHBIX (DYHKIIMIA 3KCIIePUMEH-
TaJIbHBIX KPBIC TPOBOIMIN ¢ momolkio Tecta Y PTTU. Bocmipo-
M3BeIEHNE TTACCUBHBIX 000POHUTETBHBIX peaKIInii OLleHUBAITI
o BeauuuHe nateHTHoro nepuopa (JIIT) mepexoma Kpwic U3
SIPKO OCBELIEHHOTO OTCEKa KaMephl B TEMHBIN OTCEK, B KOTO-
POM XMBOTHBIC HaKaHyHE MOJNydYaad HenmzOeraemoe 00JIeBOE
BO3JIelicTBYE (HAaHECeHUE yaapa MOCTOSHHBIM 3JIEKTPUYECKUM
TokoM — 0,2 MA, 3 c). TectupoBaHue TaKUX peakiiMii TIPOBO-
iy depes 1, 3 1 7 ¢yT mociie mperbsBIeHMs SIeKTPUYECKOTO
pazapaxenus. Tectupoanue YPITM mpoBoauiu ¢ moMolIubo
nporpammbl ShutAvoid 1.8.03 Ha ycraHoBke ¢upmbl Panlab
Harvard Apparatus (Spain).

JlaHHbIe 00pabaThIBaIM B porpamme Statistica 7.0, ucmonb3ys
onHo(haKTOpHbIH aucnepcroHHbii aHamu3 (ANOVA). CraTu-
CTUYECKU 3HAYMMBIMU CUnTAIM pasnuuns mpu p<0,05.

[To oKoOHYaHUM IKCTIEPUMEHTOB KMBOTHBIX YCHIMLJISUTU XJIOPO-
(bopMoM, 3aTeM JeKanmUTUPOBAIU U U3BIEKAM MO3T C LIE/IbIO
TIPOBENIEHUS TUIAHUPYEMBIX UMMYHOTUCTOXUMMYECKUX UCCIIE-
JIOBaHUM.

Pesynsratnl

[Tpu TectTupoBaHMM BOCIIPOU3BENECHUS PEAKIMi MACCBHOTO
n30eraHusi ObLIO MOKA3aHO, YTO MOBEAEHME JIOKHOOMEPUPO-
BaHHBIX KPBIC HE MMEJIO 0COOCHHOCTEH IT0 CpaBHEHUIO C Ha-
0J1I0MaeMbIM paHee W OMMCAHHBIM B HAILIMX MPEIbIIYLINX pa-
6orax [18—20], nateHTHBII IEPUON TIepeXoa B TEMHBIN OTCEK
KaMepbl, 10CTaTOYHO BHICOKMIA yepe3 24 yaca Iocjie HaHeCEeHUs
60J1eBOTO pa3apakeHusi, MOCAEA0BATEIbHO YMEHbIIAICS TPH
manbHeiIeM TecTupoBaHuu (puc. 1). B HacTosmieir pabote
Hamu ObUTO OOHApyXeHo, uTo BBeneHue XK B XBocTaTble sapa
MO3Ta KPBIC BBI3HIBAJIO HAPYIICHNE BOCIPOM3BEICHHS YCIOB-
HbIX peakiuii. KpoMe Toro, 4To Bce TaKue XUBOTHBIE MEPEXO-
TV B TEMHBIN OTCEK KaMephl, TATSHTHBIN TIepUO TIepexoa
OBbLT HEOOJIBIIUM M MPAKTUIECCKH HE MEHSUICS IIPH IOCIey-
IOIMX TECTUPOBAHWSX. TpaHCIIAHTALMs B CTPUATYM HeHpo-
HaJIbHBIX TIPEAIIeCTBEHHIKOB, moaydeHHbIX u3 UI1CK, ympo-
yuia pedieKc MaccuBHOro MsderaHus. Yepes cyTku Imocie
HaHECEHUS 3JIEKTPUUECKOTO 0O0JIEBOTO BO3IEHCTBHS IKCIIEPH-
MEHTAaJIbHBIE XXMBOTHBIE JIUOO BOBCE HE MEPEXOMUIN B TEMHbII
OTCeK, JIMOO MepexXoauan ¢ OOJbIIMM JJATEHTHBIM MEPUOIOM.
3nHaumtenpHasg BeamuuHa JII1 HaOmiomamach Takke Ha 3-u
U 7-€ cyT mocjie HaHeceHus 60JIeBOrO 1I0Ka.
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Puc. 1. M3venenne BeTUYHHBI JIATEHTHOTO MEPHO/A IEPEXOA B TEMHBII
OTCEK Kamepbl.

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

+ — pa3mMuMs JOCTOBEPHbI MO CPABHEHHMIO C JTHEM HAHECEHHWs 00JIeBO-
TO pa3apaxeHus; * — pasaMyuus JOCTOBEPHBI IO CPABHEHHMIO C TPYMIOi
JI03XHOOMEPUPOBAHHBIX KUBOTHBIX; # — PA3NHMYUS JOCTOBEPHBI MEKIY
TPYNMNOi «JIeYeHbIX» W «HeJNEeYEHbIX» 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 si%niﬁcant between the group of “treated” and “non-treated” study
animals at p<0.05

HoctoBepubie pazanuus B BemumuuHe JII1 mo cpaBHEHMIO C
TPYIIION «HEJICYEHBIX» MOJIEIbHBIX KPBIC YCTAHOBJICHBI BO BCEX
MPOBEIEHHBIX TECTUPOBAHMSX. DTO TIOKA3BIBACT BBIPAKEHHOE
MO3UTHBHOE BIMSHME HEMPOTPAHCIUIAHTALIMM HA IIOBEICHME
SKCIIEPUMEHTANBHBIX JKUBOTHBIX, 8 UMEHHO — VIIYUYIIEHHE CO-
XpaHEHHUs! MAMSITHOTO Cjlela, MO3BOJSIOLIEe TOBOPUTh O KOP-
PEKIIMM HApYIIeHUH, BEI3BAHHBIX BBeneHHEeM XK.

Oo0cyxnenue

Kax 1 MHOTHE TpyTHe HelipoaereHepaTHBHLIE 3a00aeBaHus, bI
TIPUBOINT K TSDKEIBIM HapyIIeHUSM JIBUTATEJBHBIX U TICUXH-
gyeckux (pyHKImit. OMHUM M3 KIIOYEBBIX HAIIPaBICHWIA UCCIIe-
JIOBaHMM SIBJISIETCS BBISCHEHHE MEXaHM3MOB, OTBETCTBEHHBIX
3a (hOPMUPOBAHNE TTOBEICHICCKIX PACCTPOICTB Y MOIETBHBIX
KMBOTHBIX, a TakXe 3a UX KomneHcauuto [21]. Hekotopsie u3
3TUX MEXaHM3MOB YXe 0003HAUeHBI, BKIIIOYas KJIETOUHYIO pe-
MOMYJISIIUIO ¥ BBICBOOOXIEHME (haKTOPOB POCTa.

B GonbIIMHCTBE Mccneq0BaHUM, IPOBeAeHHBIX Ha MoaesaX bl
CTBOJIOBbIE KJIETKM TPaHCIUIAHTUPYIOTCS HEMOCPEACTBEHHO B
CTpMATYM, 1€ OHM TMOKAa3bIBAlOT XOPOIUIYIO BbIXXMBAEMOCTb U
YaCTUYHYIO PEMHHEPBALMIO TOBPEXIEHHBIX Y4aCTKOB MO3ra
[22-25].



OPUTMHAIBHBIE CTATBU. SkcnepvMeHTanbHas HeBposorus

XK — HelipoakTUBHBIN MeTAOOIUT TpUNTOPaHa, KOTOPHII BO-
BJICYEH B MATOTEHE3 Pa3IMYHBIX JeTeHEPaTUBHBIX, MHDEKIIN-
OHHBIX M BOCIHAJUTEIbHBIX HEBPOJOTMYECKUX 3a001eBaHUI
yesoBeka. XK He IMpoHMKaeT yepe3 reMaTosHueaanyecKuii
Oapbep M MO3ITOMY B OSKCIEPUMEHTAIBHBIX UCCIENOBAHUSAX
BBOJWTCS] HETIOCPEACTBEHHO B CTPUATYM, UTO BHI3BIBAET JETE-
Hepaluio COOTBETCTBYIOLINX HEPOHOB Y SKCIIEPUMEHTATBHBIX
JKUBOTHBIX, B YACTHOCTH, Y KpbIc [26—29]. [ToBpexneH s, BbI-
3BaHHbIe XK, 4acTo MMUTHPYIOT HapylleHUs, HaOIogaeMble
Ha HayaJIbHBIX (HO He Ha mo3nHux) cTamusax bI. Hampuwmep,
npumeHeHne XK conpoBoxnaercss tunuuHoi misg BI' runep-
AKTUBHOCTBIO y 3KCIIEPUMEHTANBHBIX XUBOTHBIX, OMHAKO T'M-
TOKWHE3Us] ¥ MBIIIEYHAS] PUTUAHOCTh, CBOMCTBEHHBIE MO3II-
HuM cragusaMm BI' (Tak HasbiBaeMasl MO3AHSST aKWHETUKO-PHU-
runHas opma), He MOOEIUPYETCS HUKAKOW N0301 TOKCHMHA.
Kpome atoro, XK-uHayupoBaHHbIe TOBPEXIEHUST IPUBOASIT
K CHUKEHUIO KOTHUTUBHBIX (DYHKIIMI, KOTOpbIe HabII0Aa0TCS
TP TeCTUPOBAHWY XUBOTHBIX B BOTHOM JJabuprHTe Moppuca,
paavanbHOM BOTHOM JJabupuHTe U T-n1abupuHTe.

KorHuTBHBIE HapylleHUS SIBASIOTCS OTHMM M3 OCHOBHBIX
CUMIITOMOB, HabmoaaeMbix nipu BI. VX B 3HauuTeNbHOM CTe-
MIeHH CBA3BIBAIOT C HAPYLIEHWEM CTPUO-(POHTATbHBIX CBSI3€i,
MpuYeM B psiie paboT cooOLIaeTCs, YTO BOCIIPOM3BEICHNUE T1a-
MSITH cTpanaet Oosbine, yeM xpaHeHue [30, 31]. B HacTostieit
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paboTe 0coOblii MHTEpeC MPEACTABMISIIO uccnenoBanue Adex-
Ta HEMPOTPAHCIIAHTAMU HEWPOHAJBHBIX MPEIIIECTBEHHU-
koB, nonmyueHHbx U3 UTICK, Ha KorHuTUBHBIE QYHKIIUY MO-
JIETbHBIX XUBOTHBIX, MOCKOJNBKY TaKUX JaHHBIX B JOCTYITHOM
HaM JIUTepaType 04€Hb MaJo.

Beenenue XK mnpuBeno K rpyooMy HapylLIEHUIO BOCIIPOU3BEIE-
HUS peaklMil TacCCUBHOTO M30€TaHus, YTO TOBOPUT 00 0ciab-
JIEHMM KOTHUTUBHBIX (YHKUMIA 3KCTIEPUMEHTAIBHBIX KPBIC,
BOCTIPOM3BEICHUM TIaMATHOTO Clela, YXYAIIEHWH Ipolecca
o0yueHust. TpaHCmiaHTalMs HENUPOHATBHBIX TPEIIIECTBEH-
HukoB, nonyyeHHbix U3 MIICK, mpuBena K BbIpakeHHBIM
TMOJIOXUTETbHBIM U3MEHEHUSIM B TIOBENCHUM MOJETbHBIX XU~
BOTHBIX, YIIPOUEHHIO pedhiekca MacCUBHOTO U30eraHus, YIyd-
IEHUI0 00y4aeMOCTH.

[MpoBeneHHOE UCCeN0BaHNE TTOKA3aJI0 EPCIIEKTUBHOCTD TaH-
Hoit Mmozmenu BT s oueHky 3¢ (GeKToB KOppeKIUU HapyIeH-
HOTO TIOBEICHHS SKCIIEPUMEHTANBHBIX XXUBOTHBIX C ITOMOIIIBIO
3aMECTUTE/IbHOI KJIETOUHOM Tepamuu. IloaydyeHHble HaHHbIE
OTKPBIBAIOT BO3MOXHOCTb JIJIs1 pa3pab0TKK HOBBIX TIOIXOA0B K
Tepamy HelipomeTreHepaTHBHBIX 3a00IeBaHMIA.

Aemopbt 3aseastom 06 omcymcmeuu KoHpauKma unmepecos.
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M3MmeHeH1s1 coMaTOAEHAPUTHOM
CTPYKTYPBbI LM KOBBIX HEUPOHOB
CKOPJIVIIBI YeJIOBeKa
npu pU3NOJIOTUYECKOM CTApECHUN

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

Bsedenue. Ilonocamoe meno eosieuero 6 peeyasuuio KOSHUMUGHbIX QYHKUUIL U NOBOeHUS, BKAIOMAS NAGHUPOBAHUE MOMOPHOZ0 N0Be0eHUS, NPOU3se0eHue peule-
Hull, Momusauuio U Hazpady. B cocmas noaocamoeo mena uenosexa 6Xo0um cKopAyna, cpeoHue WUNUKosble HelpoHb! KOMOpoli npemepnesatom onpedeieHHble
KauecmeeHHble U KoAUuecmgeHHble U3MEHeHUs COMAMOOeHOPUMHOL CIPYKIYPbl RPU CMAPEHU.

Mamepuasst u memoost. B pabome Obiau ticcredosarvi Mopgomemputeckue napamempbl WURUKOBLIX HElPOHOB 6 cKopayne Yeaoseka (iceHuyur) 11 nepuoda 3pe-
11020 U CIApHecKo0eo 603pacma. B kauecmee memoduku okpacku npumenena umnpeerayus cepebpom no Toavoxcu. Ouenusasucy caedyiouyue napamempobl: RAOWa0b
meAa Helipoua, 4ucao 0eHOpUImMos, Yucao c60000HbIX KOHY08 6ceX 0eHOPUMos, Haubobuiuil paduyc 0eHOpumHoeo noas, 00uias 0AUHa écex 0eHOPUMos, nAouadb
OendpumHnoeo noas, yoeabHas HAOMHOCHb OeHOPUMOB.

Pesyavmamot. bvino noxazano, 4mo no pazmepy combl, Yucay 0eHOpUmos, Hucay c80000HbX KOHY08 0eHOPUMOB U YOeAbHoil HAOMHOCHY 0eHOPUMOB WUNUKOBbIe
HelipoHbl 8 CKOpAYNe 4ea08eKa 00oux 603pacmos 8 UccaedosanHbix 8ul00pkax pazauvaromes Hesnauumensro. Iloxasamenu ce Hauboabie20 paouyca deHopum-
H020 N0Ast, 00Ueil OauHbl 6cex 0eHOPUMOB U nA0Wa0U OeHOPUMHO20 NOAS 8 CIMAP4ECKOM 8o3pacme Obiau cmamucmuyecku 3Ha4umo Huxce (p<0,05), uem 6 3penonm,
Ha 11%, 13% u 15% coomsemcmeenno. Obuee Koauuecmso wunuxos Ha 100 mxm dendpuma e cmapueckom ospacme Gbiso Ha 18% Merbviue no cpaskeruro co
6mMopbiM nepuodom 3penoeo sopacma. OcolbeHHocmu pacnpedesenus WUNUKO8 PA3HbIX U008 HA HEHPOHAX CKOPAYAbI HeA08eKA 3peA020 U CMAPHECK020 603pac-
Ma ROKA3bI6AIOM POtb PUOOBUOHBIX WUNUKO8 8 COXPAHEHUU U NOOOEPICAHUY CUHANMUYMECKUX C8s3ell, HeoOX00UMbIX 0451 00ecneueHUs ANeMeHMAaPHbIX (yHKUUil
HelipoH08 CKOpAYNbL.

Saxniouenue. Takum o6pazom, Hamu b0 ROKA3GHO YMeHblileHle OUHb OeHOPUMOB U CHUDICEHUE NAOMHOCIIU OeHOPUMHBLX WIURUKOG HPU CIAPEHUL Y JICCHUUH.
Tlonyuennvie dannbie pacuupsiom npedcmaeaeniie 0 Xapaxmepe nAACTUECKUX U3MEHeHUI HelipOHOB 2041061020 MO32a NPU CIAPEHUL YeA06eK .

Knmiouesbie ciioBa: mo3e, ckopayna, Heiiponsl, OeHOpumbl, OeHOpUMHble WUnUKU, MOpGHoMempus, cmapenie.
DOI: 10.18454/ACEN.2017.2.6

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.
DOI: 10.18454/ACEN.2017.2.6
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Beenenne

CrpraTyM OTHOCHTCS K 0a3aIbHBIM SIPaM 1 BOBJICUCH B PETy-
JISIUUI0 KOTHUTUBHBIX (DYHKUMUI M TIOBENEHUs, BKIIIOYas Ti1a-
HUpPOBaHKWE MOTOPHOTO MOBEICHUS, IPUHSITHE PEIICHHIA, MO-
TUBALIMIO U Harpany [1-3].

[Moxygas apdepeHTanNIO IIPAKTHYECKU OT BCEX OTIETIOB KOPHI,
Tajamyca, MUHIAIMHbI, YePHOI CYOCTAaHLIUM, CTPHUATYM aKTUB-
HO BOBJIEKAETCs B Mpolecc cTapueckoil arpoduu. C Hapylie-
HUeM TohaMUHEPruIecKoil MeIualuy B CTpUaTyMe MpH CTa-
PEHMHU CBSI3bIBAIOT YXYIIIEHUE MaMsITU [4], HEMPOM3BOJBHYIO
JBUTraTeIbHYIO aKTUBHOCTD [3].

CrpuaTyM y NPUMAaTOB M YelOBEKA COCTOMT M3 JABYX OT-
NEJbHBIX SIep: CKOPJYIIbl U XBOCTATOTO SIApa, pa3neJeHHBIX
BHYTpPEHHE Karcynoii, B TO BpeMs KaK y MeHee BhICOKO-
OpPraHM30BAHHBIX MJICKOMUTAIOIINX 3T SIAPA CJIUTHL B €AM-
HYIO CTPYKTypy — caudate-putamen, wiaum striatum [6—8].
B cBsI3u ¢ 3TUM 3KCTPamoJISAIUs Pe3yIbTaTOB MCCIeI0Ba-
HUI CTpUaTyMa y I'PHI3YHOB Ha YyesloBeKa 3aTpyAHMUTENbHA.
CTpyKTypHOE pasielieHHe CKOPIYIBI M XBOCTATOTO Sapa y
MpUMaToB 00eCTeunBaeT U pa3iuuusa B (PYHKIIMOHAJIbHOI
Harpy3ke Ha 3TM CTPYKTYpBI, MOCKOJBbKY XBOCTAaTOE SIPO,
IJaBHBIM 00pa3oM, NMpuHuUMaeT addepeHTH U3 NpedpoH-
TaJIbHOM KOpBI, B TO BpeMs KakK CKOpJyma mojydaer apde-
PEHTALIMI0 B OCHOBHOM M3 COMAaTOCCHCOPHOU Kopwl [7, 8].
Ckopiyna Hapsaay ¢ MOTOPHOM U MPeMOTOPHOI KOPOil, MO-
TOPHBIMU SApaMM TaTaMyca M TaJUTUIYMOM BXOIUT B MOTOP-
HBIif KPYT ¥ BOBJIEKAETCS B Pa3IMYHBIC TMIIO- U TUTICPKUHE-
TUYECKUE HapyLIeHWs ABMXEHMUIA [§].

YuuthiBas ObICTpBIE TEMITBl CTApEHUS] HACENCHUS U YBEJM-
YeHME YMCJIa CIyyaeB CHMKEHMSI KOTHUTUBHBIX (YHKUUA U
HelipoereHepaTUBHbIX 3a00JI€BaHMi, CBSI3aHHBIX CO CTape-
HUEM, BaXHO YCTAaHOBUTH OMpee/sionue (GakTopbl, MPUBO-
JSI1IME K KOTHUTMBHBIM WM MOTOPHBIM HapylleHMsIM. Takxe
BXHO 3aMETUTh, YTO 3HAUMTENIbHAS JOJIS TOMYJISILUM JIIONEH
TIpeTepIieBaeT Tak Ha3bIBaeMoe «HOpPMaJIbHOE» CTapeHue, Mpu
KOTOPOM HapyLIeHUS] KOTHUTUBHBIX (DYHKIMI MUHUMAJIbHBI.
PacmipocTpaHeHHBIM 3a0yXA€HUEM SBSETCS Ta KOHLEMLUS
(bM3MOTOrMIECKOTO CTapeHHS MO3Ta, KOTOpast O0BSICHSIET CHU-
JKeHHE KOTHUTUBHBIX (DYHKIMI MO3ra Mpu CTapeHUH MPOCTO
MposiBNIeHNEM rubenu HelipoHoB [9]. OnHa U3 TIaBHBIX 1Ienei
M3YYEHU HOPMAJILHOTO CTAPEHUS — 3TO MTOUCK Pa3INYUil HEM-
POHHBIX UBMEHEHUH Y JINL, CTPAJABIINX PA3TUYHBIMU HEUPO-
NereHepaTUBHBIMU 3a00JIEBAHUSIMM, ¥ TEX, UbE CTApEHHE ObLIO
«HOPMaJIbHBIM> [9].

ATpoduueckrue M3MEHEHUsS] NEHIPUTOB HEWPOHOB W JEH-
IPUTHBIX IIMITMKOB, CBSI3aHHBIC CO CTAPCHIEM, OIMCAHBI B
Pa3IMYHBIX 001aCTSIX KOPBI U MOIKOPKOBBIX CTPYKTYpax ve-
JloBeKa M XMBOTHBIX (cM. 0030p y Dickstein et al., 2012, [9]).
B crpuatyme Koliek OBLIO BBISIBIEHO YMEHBIICHUE TIMHBI
IEHIPUTOB, 3HAUMTEIbHOE YMEHBIICHUE MX KOJMYECTBA U
CTETNeH! Pa3BETBICHHOCTH, a TaKXXe CHUXEHUE TUIOTHOCTH
NEeHAPUTHBIX MIMMUKOB Mpu ctapeHuu [10]. ¥ kpeic B Heo-
CTpHaTyMe OBLIO OIMMCAHO CHUXEHUE IIOTHOCTH ACHIPUT-
HBIX IIUIKAKOB MPU YBEJIMUYSHUM CPEAHEN TUTOLIaau UX I0-
BepxHocTH [11].

KonuecTBeHHBIX TaHHBIX [0 U3MEHEHHIO COMATONEHIAPUTHOM
CTPYKTYPHI ITUITUKOBHIX HEPOHOB CKOPIYITHI Y YeJT0BEKa TP
CTapeHUU B JOCTYITHON HaM JUTepaType He HaiineHo. JaHHbIe
AHAJOTMYHOTO MCCIICHOBAHUS CTPHATYyMa IPU CTAPECHUH TIPH-
BOJATCS TOJNBKO B cTaThe [10] 0 KMBOTHBIX (KOIIKH).
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Y venoBeka MopdonornIecKre U3MEHEHHUST HEHPOHOB CKOPITY-
TIbl, UX IEHIPUTOB U IIUIUKOB MPU CTAPEHUU U3yYEHbI HEMO-
ctatouyHO. [103TOMY IeJIbI0 HACTOSIIEr0 MCCIeHOBAHUS OBLIO
MPOaHAIM3UPOBATh M CPABHUTD LIUIUKOBBIE HEHPOHBI CKOP-
Jymiel yenoBeka I meprosa 3penoro 1 ctapyeckoro Bo3pacTa 1o
MOpHOMETPUYESCKIM TTapaMeTpaM UX JEHIPUTOB M IIUITMKOB 1
BBISIBUTD PA3TNUMsI MEXIY HAMU.

MaTepuanbl H MCTO/bI

PaboTy mpoBomuin Ha KOJJIEKLUMH ayTOICUITHOTO MaTepuaia
Mo3ra U3 1abopaTopuy HEMPOHHOI CTPYKTYpbl MO3ra OTAeIa
ucciegosanus mosra ®T'BHY HIIH. [1ns nccienoBanus ObLUIH
UCIOJIb30BaHbl 00pa3ibl Mosra keHInuH I mepuoma 3peno-
o Bo3pacTa (2 ciydas, Bo3pacT B 000MX Cilydasx — 57 JeT) u
cTapyeckoro Bo3pacta (2 ciayvas, 82 u 84 roga), moruOLIMX OT
3a00JIeBaHuIl, He CBI3aHHBIX C HEBPOJIOTUUESCKAMMY U TICHXITUE-
CKUMHU HapylleHMsMH. B3stue maTepumana ocyiecTBIsSIOCH B
TeyeHue 5—11 yac mocje cMepTH.

baoku mosra tonmuHoi 0,5 cM, conepxaliuue CKOpayIy, Obuin
MMIIPETHUPOBAHKI cepedpoM 1o Mmetony lompmku [12]. 3aTem
0JI0KM AETUIPAaTUPOBAJIM B 6aTapee BOAHBIX PACTBOPOB 3TaHOJIA
BocxofsIen KoHieHTpauuu ot 60 1o 100% (mo 30 MUH B Kax-
JoM), 3aauThl B 10%-Hblil LEIOMAMH U MOPe3aHbl BO (PPOH-
TaJIbHOM MPOEKIIMM Ha CAHHOM MMKPOTOME Ha CPe3bl TOJIIIN-
Hoit 120—150 mxM. Cpe3sl moMeIanuch Ha TIOKPOBHBIE CTEKIA
1 3aKoyanuch B 6anb3aM. beuto momyueHo mo 30—35 cpesos
B KaxjIoM ciyvae. st JabHeHIIero uccaenoBaHus OTonpan-
ca Kaxmpiit 3-it cpes (Bcero 40 cpesoB). C moay4eHHBIX TIpe-
napatoB mpu nomouu Mukpockorna «ORTHOLUX II» (Leitz
Wetzlar, Germany), OCHAIIIEHHOTO PUCOBAJIBHBIM aIllapaToM,
nipy yBenudeHnu %400 1 x630 ObITM coeTaHbl TOYHBIE 3apHCOB-
KM IIUITAKOBHIX HEHPOHOB CO BCeMU IeHApUTaMU. Beero ObL10
3apucoBaHo 150 HeiipoHOB (He MeHee 30 HepOHOB KaxkIoro
cinyyast). MopdomeTpuueckoe ncciaenoBaHie COMaTOAEHAPUT-
HOM CTPYKTYpBI IMUITMKOBBIX HEMPOHOB BKITIOYAIO M3MEPEHMUS
3apUCOBaHHBIX KJIETOK Ha aurutaiizepe (D-Scan, Model. No.
DT-3600, Japan), coeauHEHHOM C KOMIIbIOTEPOM (IIpOrpam-
Ma pa3paboTaHa B 1JabopaTtopuiu), o 7 mapameTpam: Iiouaab
Tena HelipoHa (Scl), uncao aeHaputoB (d), YMCIO CBOOOIHBIX
KOHIIOB Bcex aeHnpuToB (Bd), Hanbombimii paguyc JeHAPUT-
Horo nosis (R), obiias anuHa Beex aeHapuToB (Ld), miomanb
JIeHapuTHOTO Tmojd (Sda) u ymenabHas IJIOTHOCTL AEHIPUTOB
(Nds) [12]. AHanu3 CTPYKTYphl ¥ TUIOTHOCTU AEHAPUTHBIX LU~
MUKOB MPOBOAMJICS MpU MoMoIlu Mukpockomna «Leica DMR»
(Leica GmbH, Germany) mpu yBenuueHuun %1000 ¢ ummep-
cueil. UccnenoBanoch mo 15 HelipoHOB Kaxnoro ciydas. Ha
y4acTKe Kaxmoro aeHapura, paBHoM 100 MKM, aHanM3MpoBa-
JIMCh KOJIMYECTBO U CTPYKTypa MUIMKoB. Ha ocHoBaHMM Kpu-
TepHeB OIPEACICHNST BUIOB IMUIIMKOB, OIMICAHHBIX B padoTax
Ha XMBOTHBIX [13—15] u uyenoseke [16—18], B Hamieir pabote
OBLTH BHIICNICHEI IICHBKOBEIE, TOHKHE, TPHOOBUIHEIEC M Pa3BET-
BieHHbIe. OTIENbHO MOACYUTHIBANIOCH KOJINYECTBO ITUIUKOB
Kaxzaoro Buaa Ha 100 Mmxm neHapuTa. Paznuuus Mexay cpaB-
HUBaeMbIMU ITapaMeTpaM1 YCTaHABIMBAJIM ITPY TIOMOIIY HETIa-
pameTpryeckoro kputepus ManHa-Yutau. Paznuuus cuutanu
cTaTUCTIYeCKH 3HaunMMbIMu 11pu p<0,05.

Pe3ynbraTnt

Kak B 3pesioM, TaK U B CTAPYECKOM BO3DPACTE, IUMITNKOBBIE
KJIETKU COCTABJISAIOT OCHOBHYIO MAaccy HENPOHOB CKOPIYIIBL.
Cpemu Bcex 3apiCOBaHHEIX HEMPOHOB (64) B 3peioM BO3pacTe
57 xnetok (89%) oka3aiuch IUMUKOBLIMU U 7 KneTok (11%) —
HELIMITNKOBBIMK. B cTapueckoM BO3pacte cpemy BCEX 3apHCo-
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BAHHBIX HEWPOHOB (86) MMIMKOBBIMU ObLIU 75 Ki1eToK (87%)
1 HelunukoBbIMU — 11 xnetok (13%). Takum oGpa3om, mos
HIMTTIKOBBIX HEHPOHOB, OKpalIeHHbIX 110 [o1pmxu, Bo 11 mepu-
0Jie 3peJIOro BO3pacTa U B CTAPYECKOM BO3pacTe MPaKTUIECKU
HE pa3InyaeTcs.

CpaBHeHue TPy IIUMMKOBBIX HelipoHoB II mepurona 3penoro
BO3pacTa M CTapuecKOro Bo3pacTa o 7 MophoMeTpIIeCcKIM I10-
KazaTensim (puc. 1) BeIIBUIIO cTaTUCTUYECKH 3HaUnMBble (p<0,05)
pazmIusI 110 3 U3 HUX: HAMOONBIINIA PayC IEHAPUTHOTO TIOJIS
(R), obmras mmmHa Beex aeHapuToB (Ld) u ruiomany aeHApUT-
Horo nosist (Sda), 3Ha4eHUsT KOTOPBIX Y HIMTTMKOBBIX HEHPOHOB
B CTAPYECKOM BO3pacTe ObUIO COOTBETCTBEHHO Ha 11%, 13% u
15% wmenbite, yem Bo 11 mepuone 3pesioro Bo3pacra.

CpaBHeHMe KoJIMYecTBa IMMUKoB Ha 100 MKM JeHApuTA B 3pe-
JIOM 1 CTapYECKOM BO3pacTe MOKa3aio JOCTOBEPHOE CHIDKEHHUE
3TOro MOKa3areJisl B CTapyeckoM Bo3pacte Ha 18% (puc. 2A).

Bo II mepuome 3pemoro Bo3pacra M B CTapueCKOM BO3pacTe
Ha HIMIMKOBBIX KJIETKaX ObLIO BBISIBICHO 4 BUIA IIUIMKOB:
TICHBKOBEIC, He MMEIOIINE HOXKMY, ITMHA W IIMPUHA KOTOPBIX
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Puc. 1. CpaBnenne MopdoMeTpHIECKHX MAPAMETPOB INMMNMAKOBBIX Heii-
POHOB cKopaynbl yesioBeka II mepmonma 3penoro (Oenbie CTOJOMKH) M
cTapyeckoro (cepbie cTojn0uku) Bozpacta. A — wnciao (N) JeHIpuToB
?g) 1 CBOOOIHBIX KOHIOB AennputoB (Bd), B — miomamp Tea Heiiponos

cl), C — nanGoabmmii paguyc nenaputHoro nojs (R), odmas amna
Beex aennputoB (Ld) u ynenbHas mI0THOCTD 1€HIPUTOB (Nds), D — mo-
manp aenaputHoro nois (Sda). lannsie npencrasienst B Buze M1SE,
* — p<0,05, Tect Manna- YutoHu

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 M SE; * — p<0.05, the Mann—Whitney U-test
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Puc. 2. A — cpaBHenHe 001Iero KoJamyecTBa mUNUKos Ha 100 MKM y yeio-
Beka 11 mepuona 3penoro (OeJblii CTOIOMK) H CTAPYECKOTO (CEPbIH CTOI-
0MK) BO3pacTa.

B — mioTHocTh IMNMKOB pa3HbIX BHIOB Y yesnoBeka II mepuona 3pe-
Joro (Oebie CTOJOMKH) H CTApYeCKOro (‘éepme CTOJIOMKH) BO3pacTa.
I1 — nenbkoBbie, I' — rpudoBuanbie, T — TOHKHE, P — pa3BeTBiEHHbIE.
JlaHHble Mpe/icTaBIeHbl B BUIE MS , ¥ —p<0,05, Tect ManHa- YurHu

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 semlitz (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
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Puc. 3. Pa3imunbie BUIbI IMIAKOB HA JEHIPATE MIMIMKOBOTO HEHPOHA

CKO[JIyTIbI YeJI0BEKA CTapuecKoro Bo3pacra: 1 — meHbKoBbie, 2 — rpudo-

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

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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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’ — rpuGoBHHbBIE

Fig. 4. DThe percentage ratio between different types of spines on spin,
neurons in the human L}utamen 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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MpUOIM3UTENTEHO PaBHA; TPUOOBUAHBIEC, UMEIOLINE KOPOTKYIO
HOXKY ¥ OOJIBIIYIO TOJIOBKY, TOHKME IMMITUKY C JJTMHHOM HOX-
KO ¥ HeOOITBIIIOH TOIOBKOI, M 09¢Hb HEOOJIBIIOE KOJTNIECTBO
Pa3BeTBICHHBIX IHUITUKOB (puc. 3). B mpolieHTHOM coOoTHOIIIE-
HUM B CTapyeCKOM BO3pacTe CONepXKaHME IMeHBKOBBIX IMUIIH-
KOB TaKO€ Xe, KaK B 3pe/ioM, IPUOOBUIHBIX LIMIIMKOB OOJIbIIE
Ha 6%, a TOHKUX MeHbllle Ha 5%; pa3BeTBICHHBIC MIUTTUKA
BCTPEYAIKCh B 00€MX BO3PACTHBIX IPYIINAX OYEHb PEIKO, OfHA-
KO B CTapyeCKOM BO3pacTe MX COAEPXKaHUE BIBOE HUXE, YEM B
3pesioM (puc. 4). I1o abcoMOTHBIM MOKA3aTe/sIM IIOTHOCTH Ha
100 MKM OBLITO BBISIBICHO JIOCTOBEPHOE YMEHBIIEHUE KOJTMYe-
CTBA IIEHBKOBBIX, TOHKMX ¥ Pa3BETBICHHBIX IMUIIMKOB B CTap-
YeCKOM BO3PacTe TI0 CPaBHEHMIO €O 3peibiM (puc. 2B).

O0cyxnenue

OCHOBY KIETOYHOI TOMYNSALIUKA COCTABIAIOT CPEIHUE IIIH-
MUKOBBIE HeMpoHbl (medium spiny neurons), IoJs KOTO-
PbIX, 110 PA3HBIM JaHHBIM, cocTaBisgeT 65% y uenoseka [19],
77-80% — y npumaros [20], 97—-98% — y rpsizyHos [20].
B HameM MccieIoBaHUK IO IIUITMKOBHIX HEHPOHOB CO-
craBnsiia 89% Bo 11 mepuoge 3penoro Bo3pacta u 87% B crap-
4eCKOM BO3pacTe.

Hamm panHble mokasanu 13%-Hoe yMeHbIIEHHE [IUHbI JeH-
JPUTOB IIMITMKOBBIX HEHPOHOB B CKOpJIyIE YeloBeKa Tpu
crapeHnu. O0 YMECHBIICHUN IUTMHHI ACHAPUTOB B Pa3IMIHBIX
CTPYKTYpax Mo3ra IpH CTapeHMU COOOIIAIM MHOTUE aBTOPHI.
B mpedpoHTaibHOl KOpe Makakid pe3yc IJIMHA almMKaJbHBIX
JEHIPUTOB yMeHbIaeTcst Ha 25% [21], y yenoBeka B mpedpoH-
TaJIbHOIA KOpe 001ast JUTMHA NEHIPUTOB yMeHbIIaeTcs Ha 8,9%,
a B noste 18 3putenbHoit kopel — Ha 10,7% [22], B 3HTOpHUHAIB-
HOM Kope vesoBeka — Ha 32% [23]. B MuHzmanuHe ctaphix Ko-
IIeK JUTMHA TeHApUTOB Ha 14% Goblie, 4eM y MOJOABIX [24].
B crarbe [10] 6b11M MOKa3aHBI MOP(PONOTMYECKUE U3MEHEHUST
CPEIHUX IIUITMKOBHIX HEHPOHOB MIPU CTAPECHUH B CTPHATYME Y
Komiek 15- u 18-1eTHero Bo3pacTa B CpaBHEHUU C XXMBOTHBIMU
Bo3pacta 1—3 JieT, 4YTo COOTBETCTBYET cTapyeckoMmy U I mepu-
O]y 3pEJIOro BO3pacTa COOTBETCTBEHHO Y YeI0BeKa. ABTOpaMuU
ObLJIO TOKAa3aHO, YTO O0IIast ATMHA ICHIPUTOB yMEHbIIIEHA Ha
30—40% y crapbix Kollek. B mpoBeseHHOM HaMK KMCCIEI0Ba-
HUM CPaBHUBAIKMCh HEMPOHBI B 0ojiee OJM3KMX BO3pacTax —
IT mepuone 3penoro Bo3pacra 1 B crapyeckoM. [loaTomy Haim
JIaHHbBIE TTOKA3aIN TOJIbKO 13%-Hoe yMeHblIIeHNe ITUHBI IeH-
JPUTOB.

Yucno neHAPUTOB HEHPOHOB MPU CTAPEHMM CTATUCTMYECKU
3HaYMMO YMEHBIIAETCSl Y YelloBeKa B MOTOPHOI Kope [25],
B IpedpoHTaNbHOM Kope [26], B 4yepHOU cyOcTaHimu [27].
B ckopiymie yenoBeka, 1o HaIIUM JaHHBIM, YHCIIO JEHIPUTOB,
a TaKXe MX CBOOOTHBIX KOHIIOB U YIEIbHAS TUIOTHOCTD ICHAPH-
TOB IIPY CTAPEHUU U3MEHSIOTCS HE3HAYMTENbHO, KaK U B CTPH-
atyme Koluexk [10].

‘VMeHbIIeHNE TTIOTHOCTH IeHAPUTHBIX IMUITMKOB Ha0II0IaI0Ch
BO MHOTHX CTPYKTYpax MO3ra 4yejioBeKa M XKMBOTHBIX. B mpe-
(poHTanbHol Kope Makaku pesyc C.J. Cupp, E. Uemura mno-
Kazaau 25%-Hoe CHUXEHME IJIOTHOCTU AeHAPUTHBIX IUITUKOB
[28], a D. Dumitriu et al. — 33%-Hyt0 MOTepIO ACHIPUTHBIX
mANUKOB [29]. B 3ybuaToil U3BWIMHE CTaphiX KPbIC MOKA3aIu
20%-Hoe CHUXEHME ILIOTHOCTU aKCO-IIUIMKOBBIX CHHAICOB
[30]. ¥V uenoBeka B mosisax 10 u 18 kopbl or™MeuaroT moutu 50%-
HOE CHIDKeHME TIOTHOCTM INMIuKoB [22]. Bo Bropom cioe
SHTOPMHAJIBHOM KOpbI YejoBeKa HabII0AaeTcs MPOrpecCuB-
Hasl TI0Teps IMUITMKOBBIMU HeipoOHaMM (KJICTKH A) ITUITHKOB,
BILTOTH JI0 TIOJTHOTO KX Mcue3HoBeHus [23]. B uepHoii cybcTaH-

41

MopdOMETPHS LMMMKOBLIX HEAPOHOB CKOPAYMbI NPY CTAPEHNM

LMK Y YeloBeKa MOTepss HEMpOHAMM AEHIPUTHBIX IMMIIUKOB
nocruraet 50% [27]. B ctpuaTyMe y cTaphixX KOIIEK, IO CpaB-
HEHUIO ¢ MOJIOABIMHU, ObLIO MoKa3aHO 50%-Hoe yMeHblleHKe
miotHocT wunukoB [10]. B Hamrem ucciemoBaHuM HaOMIO-
JIaJ10Ch TOJIbKO 18%-HO€e yMeHblIeH e TJIOTHOCTU IUITUKOB B
CKODJIYIIE y YeI0BeKa, YTO MOXET, KaK U B C/Iydae ¢ JaHHBIMU
0 JJIMHE JEHAPUTOB, OOBSICHATHCS 6osee OJM3KUMU BO3PACT-
HBIMU TPYIIIAMHA.

B Hactosmeit paboTte ompemeneHBl MPOLICHTHBIE COOTHOIIE-
HYsI pa3HbIX BUAOB LIMIIMKOB Ha JCHAPUTAX HEPOHOB 00EHX
BO3PACTHBIX TPYIIL. B cTpraTyMe cTapbIX KOIIEK TpUOOBUIHBIC
HIUIKAKY cOCTaBIsLIM 10 30%, 4TO COIIacyeTcsl ¢ HAIlMMU JaH-
HbeMU (36%). KpoMe Toro, Hamu ObLjIa oIpesieieHa II0THOCT
KaXIOTr0 BHIA IIMITUKOB B OTAEIBHOCTH B 00EMX BO3PACTHBIX
rpyImnax.

Hamu 6b1u10 mokasaHo 18%-Hoe yMeHblieHue OOLIeii MI0T-
HOCTHM JEHAPUTHBIX IIUMUKOB. [IpM 3TOM yMeHbIIEHWE 00-
IIeii TIOTHOCTY IIMTMKOB TIPOMCXOAMIIO 33 CUET YMEHBIIEHUS
TUIOTHOCTM TOHKMX W TIEHBKOBBIX, HO HE TPUOOBUIHBIX IIM-
nmkoB. [lomydyeHHBIE MaHHBIE COTACYIOTCS C PEe3YJIbTaTaMy,
MOJTYYCHHBIMU HA XUBOTHBIX, CBUAECTEJIBbCTBYIOIIMMU O TOM,
YTO TIPM CTApEHWM IMPOLEHTHOE COepKaHME TPUOOBHMIHBIX
MIMTTIKOB MOXET YBEIMIMBATHCS MPU OTHOBPEMEHHOM CHH-
>KEHUU O0ILEeH MIOTHOCTY LIMITMKOB HEHPOHOB cTpraTyMma [10,
11]. TTonoOHbIE U3MEHEHUST OMUCAHbBI U B APYTUX CTPYKTYpax
Mosra: B mpedpoHTaIbHOM KOpe Makakd pe3yc Obula IMoKa-
3aHa 33%-Has moTeps ASHIPUTHBIX IMUITMKOB Mpu 46%-Hol
MOTepe TOHKUX IIUITMKOB, HEM3MEHHOCTH TUIOTHOCTH TpU0O0-
BUJIHBIX IMUITKOB 1 YBETUYEHUH CPEIHETO TMaMeTpa TOJIOBKI
MIATIIKOB [29], B TapaBeHTPHUKY/ISIPHOM SIIpe THIIOTAIaMyca y
CTapbIX KPBIC MIOTHOCTh AEHIPUTHBIX IIUIMKOB 3HAUYUTEIBHO
MEHbIIIE, YeM Y MOJIOAIBIX, a CPEIHSS TIONIANb TOBEPXHOCTH
HIMITAKOB — 3HaUnTeNbHO Oosbiie [31]. B yepHoii cybcTaHIim
YeJIOBEKa, B OTJIMYME OT CTpaTyMa, OCTaBIIMECs B CTAPYECKOM
BO3PACTe IIMIUKK ObLTM 00jiee TOHKUMH M ATMHHBIMH, 9EM B
3peJioM Bo3pacte [27]. MHOrue aBTOpbl CUMTAIOT, YTO pa3HbIe
BUJIbl ITWITUKOB TPEACTABISIOT SAWHBIM KOHTUHYYM (hopM,
BKJTIoYast mepexomHsie [13—15, 32, 33,]. OHu MOTYT JIerKo mpe-
BpAIIAThCS U3 OIHUX B APYTHE: IPU aKTUBHOM paboTe HelipoHa
TIEHbKOBBIC IIMITUKU MOTYT CTAHOBHUTBCS IJIMHHEE W TOHBIIE,
TpeBpaniasich B TOHKKE, KOTOPbIE B CBOIO OYepeIb MOTYT TIpe-
BpaIlaThCsl B TPUOOBUIHEIE; TIPU MTOTEPe aKTMBHOCTU HEHpOHA
3TOT MPOILIECC UIAET B 0OPaTHYIO CTOPOHY — OT IPUOOBUIHBIX K
neHbKOBBIM [14]. CyiecTByeT mpeamnoaoxeHue, YTo Mpy CTa-
PEHUM COXpaHEHUE KOJUYECTBA TPUOOBUIHBIX IIUIMKOB 00¢-
CTIEUMBAETCS 3a CUET TPEBPAlICHUs] TOHKUX IIMITMKOB B IPU-
0oBumHBIC [29], KOTOPHIE CUNTAIOTCS HaMOOJIee PA3BUTHIMU M
YCTOMYMBBLIMU [14].

[MoTepst MMIMUKOB U U3MEHEHUE TTPOMOPIIMHU PA3TUYHBIX BUIOB
IIUIAKOB, M3MEHEHUE MX PACcTIpee/IieH s Ha IEHIPUTE MOXeET
BIIVSTH Ha pabOTy CUHATICOB, UMEIOIIYIO PEIIAIoNIee 3HAYeHEe
IUIS TIoAep:KaHNs KOTHUTUBHBIX M MOTOPHBIX (pyHKuMi. He
UCKITIOYEHO, YTO IpH moTtepe addepeHToB U, KaK CICACTBHUE,
YMEHBILIEHUU KOJMYECTBA IIUIMKOB, TPUOOBUIHbBIC IMIMIIK-
KU 00ECTeynBaloT COXpaHeHUe W TOMIepXaHue CHHANTHYe-
CKUX CBSI3€il, HEOOXOMUMBIX IS 00eCIeueHHs 3JIeMEHTapHBIX
(dyHKuMit HeiipoHOB cKopaymbl. [loHMMaHWe MeXaHU3MOB
M3MEHEHUsI CTPYKTYPhI NEHAPUTHOTO ApeBa M LIUMHUKOB MPU
CTapeHUU MOTYT TIOMOYb B pa3pab0TKe METONOB JIEUEHUS Hel-
ponereHepaTUBHBIX 3a00/IeBaHMIA, CBSI3aHHBIX CO CTAPECHMEM.

Taxum 00pa3oM, Ha UCCIeI0BaHHOI BEIOOPKE HaMK ObLIO IMO-
Ka3aHO, YTO y IIMITMKOBBIX HEMPOHOB CKOPJIYIBI YeNIOBEKa
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pasMep COMbI, KOJIMYECTBO IEHAPUTOB M MX Pa3BETBIEHHOCTD
MPAKTUYECKM He Pa3IMYaloTCs B M3yYeHHBIX ABYX BO3PACTHBIX
rpymmax. JawHa IeHIPUTOB, MAaKCUMAIBHEBIM pagnyc W IUIO-
1anb ISHAPUTHOTO IMOJIA B CTApUECKOM BO3pacTe yMEHbIIa-
1oTcs. OO1Iee KoauyecTBo MMIMUKOB Ha 100 MKM AeHIpuTa, a
TaKXe IUIOTHOCTb MEHbKOBBIX, TOHKMX M Pa3BETBICHHBIX LIM-
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TEXHOJIOI'NI

Bo3MoxHOCTH MeTOa
(byHKIIMOHAJIbHON MAarHUTHO-
PE30HAHCHOU TOMOTrpadru IMOKOS
B U3YUYEHUU NATOPU3UOJIOTUU
TIEPBUYHON (POKAJIBHOU JUCTOHUU

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

DYHKYUOHANBHAS MACHUMHO-De3OHaKCHAs momoepaghus nokos ((PMPTh) ouenusaem cocmosnue Huskouacmomubix Koaebanuii BOLD-cuenana, ompaycarousux
CHOHMAHHYIO HEUPOHANBHYIO AKMUBHOCHTb PA3AUMHBIX 0M0eA08 20106H020 Mo3ea. Taxum obpasom, GMPTn noseoasiem eusyasusupoeams CUHXPOHHOCHb 2eHe-
pauuy onpedeneHHsIX Helipogu3uoa0eueckUX (eHoMeH08 co COPOHbI PA3AUYHBIX, 8 MOM HlCAe YOaAeHHbIX Opye 0m 0pyed, 0mO0ea08 YeHMPAAbHOI HepeHO cu-
CMmeMbl, C8A3bI6as UX 8 (YYHKUUOHAbHbIE Cemu U OUEHUBAS KOHHEKMUBHOCMb M032d 8 HOpMe U npu namonoeuy. JJaHHas MemoouKa Xopouio nposiguaa cebs npu
U3yHeHul HellpodeceHepamuaHblx 3a60nesanuil. B Hacmosuem o03ope npedcmagnenv pe3ynvmaml npumenenus pMPTn npu Haubosee pacnpocmpanentbix op-
Max nepauHoil (hoxanvHoil ducmoruu (Bregapocnasm, uepeurabHas OUCMOHUS) 6 conocmasneruu ¢ dannbimu Haepyzouroil GMPT u Hexomopbix Opyeux mexHo-
JN02uil Helipogu3yanu3ayuu (O3UMPOHHO-IMUCCUORHAS MOMOPAGUS, BOKCeA-OpUeHMUPOBaHHAs Mopgomempus). B oabuiom uucae uccredosaruil nokasawo, 4mo
(@MPTn nossoasem oueHumb HapyuieHus yepeOpabHoil apxumexmypsl U CA0JCHbIe Helipocemegble NepecmpoliKi y O0AbHbIX ¢ (POKAALHBIMY OUCHOHUAMU, 8 MOM
ulcae Ha GoHe npuMeHerys OOMyAUHUHeCK020 MOKCUHA. Imo cnocobcmayem Gonee 2nyGOKOMY U3YHeHUI) NAMOPUIUOA0UIECKUX OCHO8 (DOKANBHBIX OUCHIOHUI]
U MH02000Pa3HbIX MEXAHU3MOB BOMYAUHOMEPanUY NPu OAHHbIX 3a001BAHUAX, BKAUAS UeHMPAAbHble (HenpaMble) MeXAHU3MbI Oelicaus O0MYI0MOKCUHA.

Kmouesbie croBa: gynkuyuonansnas MPT nokos, gokanvhas ducmonus, 6aegpapocnasm, nucHuil cnasm, yepeukanbHas OUCMOHUS, cemb
RACCUBHO20 PedcuMa padombi 20108H020 MO32d.
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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.
DOI: 10.18454/ACEN.2017.2.7

HCTOHMS — KJIMHUYECKM M T€HETUUYECKU T'eTepOreH- Horo TpeMopa 1 6one3Hu [TapkuHcona [2]. PactipoctpaneHHOCTD
HOE JIBUTATESIbHOE PACCTPOMCTBO, XapaKTepU3YIOIIe- MEePBUYHON MUCTOHUM B MOMYJISILMM BecbMa BapuabenbHa. [1o
ecsl HaCWIBCTBCHHBIMM ITOBTOPSIIOIIMMIICS COKpa- JaHHBIM Han00JTee MacIITaOHOTO €BPOIEHCKOTO SIHAEMITOJIOTH -
HIEHUSIMU MBIILIL OTHOTO WJTK 00Jiee YJacTKOB Teia 1 YeCKOro McC/eq0BaHMs, YacToTa CIy4aeB MepBUYHOM AUCTOHUU
MPUBOASAIIMMU K (POPMUPOBAHUIO MATOJOTMYECKUX coctaBwia 152 Ha | MJIH HaceneHus1, U3 KOTOPBIX Ha foito (o-
o3 [1]. JluctoHusa 3aHMMaeT TpeThe MECTO TI0 YacToTe 3a00e- KaJIbHBbIX (hopM aucToHuu mpuxommwioch 10,8—12,6 Ha 100 Thic.
BaEMOCTH CPE/IU IBUTATEIbHBIX PACCTPONCTB MOCTIE 3CCEHIIAb- HaceJIeHMs1, B TOM YKCJIe LEPBUKAIBHOM IUCTOHMM — 5,1—6,3 Ha
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100 ToIc. HaceneHus, onedapocnasma — 3,1—4,1 Ha 100 ThiC. Ha-
ceseHud, micyero cra3ma — 1,1—1,7 Ha 100 teic. HaceneHus [3].

KinHuueckue mposiBIeHs AUCTOHUY OKa3bIBAIOT 3HAUMTE b~
HOE BJIMSTHME Ha KayecTBO XKU3HU OOJBHBIX: ¥ 67—75% 001b-
HBIX JUCTOHMYECKIE TUTIEPKIHE3BI COIPOBOXIAIOTCS 00JIBIO, B
25—-50% cnyyaeB oTMeuaetcs aenpeccus [4]. VxynuieHue Kave-
CTBA XKM3HU ¥ HapyILeHUE IBUTaTeIbHON aKTUBHOCTY OTpaHM-
YMBaIOT IPODHeCCHOHATEHYIO AeITeTbHOCTh OOIBHEIX, UTO JIe-
JIaeT IIpobJIeMy TMarHOCTUKY M JICYSHUSI TUCTOHUM COLMAIbHO
1 SKOHOMUIECKH 3HAYNMOIA.

Knaccudukanusa aucronuu no kputepusiMm EBponeiickoit de-
Iepaliy HeBPOIOTMISCKHUX 00mecTB 1 OOIIecTBa IBUTaTENb-
Hbix paccTpoiicTB (EFNS-MDS) ocHoBbIBaeTCsS Ha 3THONOTUU
(mepBUYHBIE, HACTENCTBEHHO-IETeHEPATUBHBIC, BTOPUYHbIE
(opmbl), Bo3pacTe nebroTa 3a00jeBaHUS (paHHEE M TO3IHEE
Hayajo) ¥ aHaTOMUYECKOM pPacIpOCTpaHEHWW THMIePKMHE3a
(dpoxanmbHas, cerMeHTapHasi, MyJIbTH(OKaIbHAS, TeMU- U Te-
HepanusoBaHHast ¢opmbl) [5]. K yacTeiM hopmaM AMCTOHUU
OTHOCSIT TIepBUYHBIE (DOKATBEHBIE CHHAPOME — Oehapociasm
(BCII), uepsukansHas quctonus (L), mucuwnii casm (I1C).

Llepsukanvhas ducmonus, HauboJIee pacIpocTpaHeHHAs hop-
Ma (DOKaNbHOM JMCTOHMHU, XapaKTepM3YeTCsl YCTOMYMBBIMHU
HACHJIBCTBEHHBIMA M HEPEIKO OO0JIC3HEHHBIMH MBIIICYHBIMHI
COKpAllEHUSMU, MPUBOAAIMMU K (HOPMUPOBAHUIO MATONO-
TMYeCKMX 103 ronoBkl |3, 6]. I1o Mepe mporpeccupoBaHus 3a-
0oJIeBaHMS B MPOLIECC BOBJIEKAIOTCS HOBBIE MBILIIEYHBIE TPYII-
TTBI, YTO COTPOBOXKIAETCS M3MEHEHMEM ITOJIOKEHMUS TOJIOBBI B
HECKONBKMX IITOCcKocTsIX. KimmHuueckas cmMmnroMarnka LT
00BIYHO pa3BMBAETCS B TEPBbIE 5 JIET, MPUHMMAs 3aTeM CTa-
omnpHOe TeueHIe. HacIbCTBeHHBIE THITEPKUHE3BI MBIIIIII IICH
3HAYMUTEJIbHO YXYALIAIOT KaYeCTBO XU3HU OONbHBIX, TPUBOIS K
COCTOSIHUIO MHBATUAU3ALMH [7].

Baegapocnazm — BTOpas Mo pacnpocTpaHeHHOCTH dopMa do-
KaJbHOU aucToHuM. baedapocmna3M OObBIYHO HAYMHAETCS C
YYalleHHOT0 MOPTaHusl, MPOrpecCUpys A0 CIa3MOB KPYTOBBIX
MBILILL TJ1a3 ¢ HACWJILCTBEHHBIM CMBIKAHMEM BEK, UTO MPUBO-
IWT K 3HAYUTEbHBIM 3aTPYIHCHUSM B MOBCEIHEBHOM U TIPO-
(beccuoHanbHOM XM3HU manueHToB [§8, 9]. Hepemko mepBbie
nposeiaeHns BCII mpencraBieHbl «ceHCOPHBIMU» CHMIITOMA-
MU B BUJIIC CYXOCTH WJIM CJIE30TOYMBOCTH I71a3, GpoTodobun u
T.1. [9, 10]. [Tocne HeCKOMBKUX JIET SMM30ANYECKUX MPOSIBIIE-
HUi 3200J1€BaHUS CIIa3Mbl CTAHOBSTCS BCE 00Jiee CUIbHBIMU U
nutenbHbIMU. B Tspkenbix ciyvasx cnenctsueM BCII sBns-
€TCSl MHBAIMAU3UPYIOIIEe COCTOSHME, MOTyIMBILECE HA3BAHUE
«(pyHKIIMOHAJbHAS cienoTa» [9].

Tucuuii cnazm — dokanbHast hopMa TUCTOHUU, OTpeaesieMast
KaK «3afgave-creuuuHasg» 1 IpUBOIIIIAS K TPYIHOCTSIM IIPH
mucoMe [11, 12]. T1C gBnsietcst HauboJjIee 4acTo BCTpeyarouieii-
cs1 AMCTOHMeN AeicTBus [3], HapyLIatolIei CTPOro onpeae/eH-
HBII BUI MAHUITYJISIMIA — ITACEMO, M OTHOCSIIIEICS K TPYIIIE
npodeccuoHanbHbix auctoHuit [1]. TIC knaccupuuupyercs
KaK TPOCTOil (TPYIHOCTH BO3HMKAIOT TOJBKO IIPH IIHCHME),
MIPOrPECCUPYIOLINIA (TPYIHOCTH IIPU MUCHME COMTPOBOKIAIOTCS
TIpoGJIeMaMy TIPY BHITTOTHEHUH IPYTHX MIPOCTHIX NSUCTBHIA, Ta-
KMX KaK pacyechblBaHME BOJIOC U Ip.) ¥ AUCTOHUYESCKUN (TPYy-
HOCTH TNIPX IMUCbME COYETAIOTCS C TPYIHOCTSIMU TIPH BBITIONTHE-
HUY IPYTHX 33124, IPIIMHOM KOTOPHIX SIBJISIETCS CIIa3M MBIIIIT
KUCTH U Tipearieybs) [1].

[Marodusnonornyecke MeXaHU3MBI Pa3BUTHUS TCPBUIHOM
JIHMCTOHUU JI0 CUX ITOpP OCTAKOTCS HEJOCTAaTOYHO M3YYCHHBIMHU,
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&MPTn B M3y4eHUM NepBUYHOI HOKANBHOA AUCTOHMM

OIHAKO MMEIOTCSI JaHHbIe O BIMSHMU Ha Ie0I0T 3ab0/eBaHUs
KaK TeHeTUYEeCKUX, TaK U BHEIIHUX (GakTopoB. [l1aBHast posib B
MYJIBTU(AKTOPHOM MPUPONE TUCTOHMM OTBOXUTCS TeHETHUE-
CKoi1 mpeapacnonoxeHHocTu [13, 14].

N3yvenune hpyHKUIMOHANBHON U CTPYKTYPHOI OpraHU3aluu ro-
JIOBHOTO MO3Ta IpH (POKAIBHBIX (popMax MepBUYHOI TUCTOHUM
CTaJi0 BO3MOXHBIM Oarofapst BHEAPEHUIO B TIPAKTUKY HOBBIX
TEXHOJIOTUIA HEWPOBU3YATU3ALMU, TAKUX KaK IMO3UTPOHHO-
smuccroHHas ToMorpacus (ITOT), Bokcen-opueHTUpOBaHHAS
mopdomerpuss (BOM), dyHKIMOHANBEHAS MarHUTHO-PE30-
HaHcHas Tomorpadust (pMPT). JlaHHbIe METOIBI MO3BOIUIY
BBISIBUTh MHOTOYPOBHEBBIE CTPYKTYPHO-(DYHKIIMOHATBHBIE U
MeTabomyeckre HapylIeHWsl, BKJIIOYAIONINE pPacCTpoiCTBa
aKTUBAIMU, MO3TOBO# Tepdy3un U oObeMa ceporo BellecTBa
Ha pa3nuuHbiX ypoBHSAX ITHC (KopKoBbIe 30HBI, TOAKOPKO-
BbIE SApa, MO3:Xeuok). [loyueHHbIe NaHHbIE MOATBEPXKAAOT
B3IUISII HA IUCTOHUIO KaK Ha Helipocemegoe paccmpoiicmeo, Xa-
paKTepu3yoleecs MaToJIOrMYecKOi MIaCTUYHOCThIO MO3ra U
BOBJICUCHUEM PA3TUYHBIX OTAEJIOB MOTOPHOTO U CEHCOPHOTO
KpyroB [15-20].

[13T-uccnenoBanusl IoKa3zalu 3HAYUTENIbHOE YBEIUUCHME
MeTabo/1M3Ma II0KO3bl B 00JIaCTH 3pUTENIBbHOrO Oyrpa U Mo-
CTa TOJIOBHOTO MO3ra y OOJIBHBIX ¢ Onmedapocma3MoM, cBUIe-
TEJbCTBYS O BO3MOXHOM KJIIOUEBOW DPOJM TUMEPaKTUBHOCTU
TajaMmyca B marodusmnonoruu 3adoneBaHus [21]. B caydasx
OnedapocnasMa BBISIBICHO TaKXe YBEIMYEHHOE MOTJIOIICHUE
[JTIIOKO3bI B ITPaBOM 3aHEN 1 JIEBOW TIepeHEN YacTIX MOSICHOM
M3BMIMHE [21, 22].

IMI3T romoBHOoro Mo3ra maunueHToB ¢ LIJI xapaktepu3soBa-
JIaCh CHIDKEHMEM CBSI3bIBAHMSI MEUEHBIX JUraHmoB ¢ D2-
JNohaMUHOBBIMU pelenTopaMu B ckopiyme [23]. Pesyabrarsl
napyrux [1DT-uccnenoBaHuii yKasbiBalOT Ha yCWJIEHHE KpO-
BOTOKA B WMICUJIATEPATbHBIX TMIIEPAKTUBHBIM MBbIIILIAM IIEU
peTMOHAaX — TapHeTaJbHOM HO0JIe, 3aTBLIOYHOM KOpe, M €ro
CHIKEHME B KOHTpajaTepaJbHOM IMOJyIIapU — AOMOJHU-
TEJNbHOI MOTOPHOU U TIEPBUYHOI CEHCOMOTOPHOU Kope [24].
Ncnonb3oBaHue KecToB, KOPPUTHPYIOIIUX IMATOJOTMYECKYIO
M03y TOJIOBBI, COMPOBOXIANOCh YMEHBIIEHUEM KPOBOTOKA B
KOHTpaJIaTepaybHO (10 OTHOLIEHUIO K TMCTOHUYECKOMY T'H-
MepKrUHe3y) MOTOPHOIA Kope [24]. JIBycTopoHHee yBeqTuyeHue
MeTabo/IM3Ma TTI0KO3bI B OOKOBBIX JIOOHBIX M MapaleHTpPaIb-
HBIX 00JIACTSIX KOpPBI Y MAalMEHTOB ¢ (hOoKaIbHBIMU (PopMamMu
MEePBUYHOI IUCTOHMU OBLIO CBS3aHO C €€ TUIepMeTaboIn3MOM
B KOHTpaJIaTePaIbHbIX YEYEBULIEOOPA3HBIX fIpax, B 00JacTu
MOCTa U cpefiHero Moara [25].

Uccnenosanus ¢ npumeHeHreM BOM-TexHO0TMY BBISIBUIN
M3MEHEHMSI IIOTHOCTHU CEPOro BellecTsa y maimenTos ¢ bCII,
LT 1 T1C mo cpaBHEHHUIO ¢ KOHTPOJILHOM TPYIION 310POBHIX
Jo6poBobLEB [26, 27].

JIBycTOpOHHEe YBeIMYSHUE TUIOTHOCTH CEPOTrO BEIEeCTBa OT-
MEYaJIoch B MEPBUYHOI COMATOCEHCOPHOM M MOTOPHOI KOpe
y 6onbHbIX ¢ [1C, Torna kak mia nmauuentos ¢ BCIT 6butn xa-
paKTepHbI U3MeHeHUs B Oa3anbHbIX sapax [20]. B cayyvasx LI
pesynsrathl BOM ObLIn IpeacTaBIeHbl YMEHBIIEHUEM CEPOro
BEIIECTBa B CKOPJIYIIE C IBYCTOPOHHUM YBEJIMUEHNEM B XBOCTa-
TOM $SIIPE; OMTMCAHBI TAKXE U3MEHEHMUS B IPYTHUX YACTSIX 0a3aTTb-
HBIX SIEP U 3pUTENBHOM Oyrpe, XapakTepU3yIoLyecs yBeaude-
HUEM CEpOTO BElIeCTBAa B TPaBOM BHYTPEHHEM OJIETHOM IIape,
JIBYyCTOPOHHUM YBEJIMYEHUEM CEPOTo BEIlleCTBA B BEHTPAIbHOM
4acTu MmoJjocatoro Tena (nucleus accumbens) U BHYTpeHHEM
cermeHTe OJenHOro mapa [6, 28].
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BHenpeHue B KmHUYecKyo npakTuky metona GMPT nosBo-
JISIeT KapTUpoBaTh (DYHKIIMOHANBHOE COCTOSIHME TOJIOBHOTO
Mosra. JlaHHelii MeToi, ocHoBaHHBI Ha BOLD-koHTpacte
(blood oxygenation level dependent), oTpaxaeT 3aBHCUMOCTD
BeMUMHB MP-cuTHama oT ypoBHS copepxKaHMs Ae30KCH-
remMornio0uHa. B HayuHoOI mpakTiKe Hanbosee pacpocTpaHeH
Meton GMPT, onpenensiomuii ypoBeHb aKTUBALIMK KOPHI TO-
JIOBHOTO MO3Ta IPY BHITTOJTHEHUM MAIMEHTOM KaKoTo-T100 3a-
nanus (task-fMRI).

Haubonee yacteiMu o0bektamu pMPT-uccnenoBanmii auc-
ToHuu OblM mauueHTsl ¢ BCIT u I1C. ¥V maHHoii KaTeropuu
OONBHBIX B CPaBHECHWH C KOHTPOJBHOM TPYIIION BEBISBICHA
TUTIEPAaKTUBHOCTH IIEPBUYHOM CEHCOMOTOPHOI KOPBI U KayaJTh-
HOI4 YacTu IOTIOJTHUTENbHOI MOTOpHOI obnactu [20, 29—31].

ITpu 3amanwmsix, He mpoBoMpyromux cumnromatuky I1C, or-
Meyuanach HU3Kash aKTUBHOCTh CEHCOMOTOPHOW KOpBI U JIO-
TMOJTHUTEIbHON MOTOPHOM 00J1aCTH C OTCYTCTBMEM aKTUBALIMU
6azanbHbIX raHrues [30]. B To e BpeMs 3a1aHusl, BbI3bIBAIO-
mue T1C, compoBoxnanuch 0ojiee BBICOKOI aKTUBALIMEl C BO-
BJICYEHUEM Oa3abHbIX SAEP, 3pUTENBHOTO Oyrpa, MepBUYHON
CEHCOMOTOPHOI KOPBI 1 MO3XeUKa.

Cna3Mbl KpyroBbeix MbImil a3 mpu bCIT xapaktepu3oBaiuch
aKTUBalLlMeil cyOperoHa CKOpJIYIbI, a TakXe (DPOHTANbHOM
Y TapueTanbHOi obsacTeid, TOMOJHUTEbHON MOTOPHOI 00-
JIaCTH, TIEPBUYHONM CEHCOMOTOPHOM KOpHI M Mo3Xeuka [18].
[Tonaraiot, yTo BhIsSBISIeMas akTUBalMs ckopaymbl mpu bCIT
yKa3bIBaeT Ha IEHTPAJIBHYIO POJIb ITOJIOCATOrO Teja B IIaTo-
(uznonorun JaHHOTO (GeHoTHua (GOKATbHBIX TUCTOHMMA, a
TIPOM3BOJIBHBIC OTKPHIBAHMSA ¥ 3aKPHIBAHMS IJIa3 IPUBOASAT
K aKTMBallMM DPOCTPaJbHOK 00JACTM NepeaHedl 4acTu Io-
SCHOM W3BWIMHBL. PesynsTaThl KoHTponupyembx (HMPT-
uccrenoBanuii BCII mokazamy Takxe 3HAYUTETHHO OOJIBIIYIO
aKTUBALMIO 30H TIEPEAHEN 3pUTEJbHOM M MOTOPHOM KOpBI,
LEHTPATBHON 00MacTH 3PUTENBHOTO Oyrpa M MO3XEYKa B
CpaBHEHMM C KOHTpojieM. OOHapyXeHHbIE 30HbI aKTUBALUK
MPEITOIOXUTEbHO MPECTABISIOT TUIIEPAKTUBHOCTh KOPKO-
BOI LieMU, CBSI3bIBAIOLIEH 3PUTENBLHYIO KOpY, JTUMOMYECKYIO
CHUCTEMY, TOMOJHUTENIbHYI0O MOTOPHYIO KOpPY, MO3XEUYOK U CY-
NpaHyKJeapHbIid yTh [32]. MetomoMm ¢MPT BbIIBIEHO TaKKe
HaJIMyKe 30HbI CHIKEHHOHN aKTHBAallMU B TIOSICHOM M3BUJIMHE
TOMMUHAHTHOTO TIOJYLIAPHUS TP BBITIOMHEHUH MALMCHTAMU C
BCII MoTopHOTO 3aaHKsI, TPOBOLUPYIOIIETO TMCTOHUIECKUIA
runepkuxes [20, 33].

(GMPT-uccnenosanust nauueHto ¢ IJI mpoaeMoHCTpUpO-
BaJl y 3THUX OOJBHBIX CHUXKEHIE aKTHBAIIIHM CCHCOMOTOPHOI
Kopsl [34].

[IpoBeneHHbI! MeTaaHaNU3 perMOHAIbHBIX 1LiepeOpanibHbIX U3-
MEHEHMI, CBS3aHHBIX C BBIIOJHSIEMBIMU CEHCOMOTOPHBIMU
3aJaHUSIMU, TTO3BOJII TIPEANONAraTh, YTO Pa3IuyHble (POPMBI
UIUONATMIECKON TUCTOHUM UMEIOT O0LIME HapyIIEHUS CEHCO-
MOTOPHOU UHTerpauu [35].

OMPT nokos

®MPT mokost (MPTi) mpencrasiseT co00ii OIMH U3 HOBBIX
METOJIOB HEPOBHM3yaIM3alliH, CIIOCOOHBII TPeTOCTaBUTh 00b-
eKTHBHYI0 MH(GOPMAIHIO O MATO(PHU3NOTOTHICCKN 3HAYMMBIX
U3MEHEHMSAX «(hYHKIIMOHANIBLHON apXUTEKTYphl» TOJOBHOTO
Mo3ra MY pa3HBIX PEeHOTHIIAX IIEPBUYHON (HOKATBHOMI THUCTO-
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Hun. GMPT onenuBaet HuzkoyacrotHeie (<0,1 i) komeba-
Hust BOLD-curHana, xapaktepu3sysi T€M CaMbIM CTETIEHb CIIOH-
TaHHOU KOAKTUBAIINH IIPOCTPAHCTBEHHO PAa3IMIHBIX PETHOHOB
LIHC B mokoe (T.¢. pu OTCYTCTBMM 3a1a4 UM CTUMYJIOB). AHa-
JIW3 TIPOBOAUTCS HA OCHOBE CXOJICTBA BPEMEHHBIX XapaKTepH-
CTUK HEWpPOHAJIbHOM aKTMBHOCTM aHATOMUYECKM YAaJeHHBIX
JIPYT OT Jpyra Y4acTKOB TOJOBHOTO MO3Ta — (YHKYUOHAABHOIL
kounexmuenocmu (OK) [36].

[Mpumenenue metopuku GMPT no3sonuio uaeHTUGUIUPO-
BaTbh CTAH/APTHbIE cemu nOK0s TONOBHOTO Mo3ra. M3yueHue ce-
Tel MOKOS MePCIIeKTUBHO A/ YTOUHEHUST (GYHAAMEHTaTbHbIX
MEXaHM3MOB Pa3BUTUSI HEBPOJOTUYECKUX 3a00JI€BAHUIA, TTPU
KOTODBIX B3aUMOJEHCTBME 3THUX CETEH B FOJOBHOM MO3Te Ha-
pyiueHo [36, 37].

Hawubosee yacto perrcTpupyemas CeTb OKOS — cemb HACCUBHO-
20 pexcuma pabomsl 201061020 mozea (CITPPT'M), Bkmouarorast
MIPEIKIMHEE, MeTUATbHBIE JTOOHBIE OTIENbI, HIKHIAEC TEMEHHBIC
1 BUCOYHBIE 001acTy. biaromaps MHOTOUYMCICHHBIM HEPOBH-
3yaIM3allMOHHBIM UCCIENOBAHUSIM CYLIECTBYET 00lee MHEHHUE
o toM, uto CITPPI'M sBnsieTcss 0co00il cucTeMoii roJJOBHOTO
Mo3ra, KOTopas MPEUMYILECTBEHHO aKTHBHA B YCIOBHSX OTCYT-
CTBUSI OPMEHTALIMK YeJIOBEKA HA BHEIHIOW cpeny [36].

K HacTosiiieMy MOMEHTY B IUTepaType OmyoJIMKOBaHO HEOO0b-
uioe yucio uccienosanuit GMPTo npu dokanbHbIX hopmax
JIUCTOHMU. B To ke BpeMst HEYKJIOHHO pacTeT KOJMYECTBO JaH-
HBIX 0 (DYHKIIMOHAJbHBIX U CTPYKTYPHBIX U3MEHEHMUSIX B CEH-
COpHO# KOope OOJIbHBIX C MEPBUYHOM AUCTOHMEH, UTPaIOLINX
KJII0YEBYIO POJIb B MaTO(U3UONIOTMU TaHHOTO JABUTATEbHOTO
HapywmeHusi. HauGonee yacTbiMu cyOBeKTaMU MOJOOHBIX KC-
cnegoBaHuit siBnsoTes 6oabHbie ¢ BCIT, ITC u LT [38—42].

B cnyyasix BCIT pesyabratel @M PTin cBUaETENILCTBYIOT 0 3HAUU-
TeJbHOM YBEIMYEHUM aMILTUTYIbl HU3KOYACTOTHBIX KOJIe0aHUi
(AHK) B neBBIX cKOpiyTie, 6JeIHOM IIape, OCTPOBHOI TOJIbKE
U MeauabHOU npedpoHTaIbHOM Kope rosoBHOro Mosra. Ilpu
9TOM PETHCTPHPYETCS TAaKKe 3HAUMTEIbHOE OMIaTepaibHOe
ymeHbiieHne AHK B coMaToceHCOPHBIX pernoHax, 3puTeIbHOM
Oyrpe, MO3:Xeuke, MeIUaIbHOM U 3aiHel YacTsIX MOSICHON 13-
BUJIMHBI KOPBI FOI0BHOTO Mo3ra. YmeHbleHre AHK B 3putesb-
HOM Oyrpe xapakTepHo He Tosnbko mist BCII, Ho u mna apyrux
hopm nepBraHOI poKambHOI AUCTOHNY [41]. YAuTHIBas CBSA3b
3PUTENBHOrO Oyrpa ¢ pa3iMYHbIMM 30HAMU KOPBI T'OJIOBHOTO
MO3ra, B TOM YMCJIe ¢ TeMEHHOM, BUCOUHOI M COMaTOCEHCOP-
HOH, JIOTUYHO IPEANONOXKUTb, YTO HAPYIIEHUE UX CIOXKHOTO
B3aUMOJENCTBUS J1eXUT B ocHOBe pa3Butusi BCII.

Hanuuue mnaronoruyeckoil CEHCOMOTOPHOM WHTErpaluu U
ICHYHKIIMOHATBHOI aKTUBHOCTH 3PUTEILHOTO OYyrpa y 007Ib-
Hbix BCIT MOXHO, MO-BUIMMOMY, MCIIOJb30BaTh B KAuecTBE
KOJIMYECTBEHHOTO MapKepa IS OLICHKU KIMHUYECKUX XapaK-
TepucTuK 3aboneBaHusi. Tak, cpenHee 3HayeHue AHK MP-
CHMTHaJIa B 00J1aCTH JIEBOTO 3pUTEBHOTO OYTpa OTpUIIATETEHO
KoppeaupyeT ¢ oneHkoi Tsxkectd BCIT mo mikane Jankovic.
B T0 xe Bpems mexny cpenneit AHK neBoit opoutodpoHTab-
HOM 00JIaCTH M IUTUTETBHOCTHIO 3a00/IeBaHIsI OblIa BBISBICHA
MO3UTUBHAsI Koppenauus [41].

[Monyyennsie nannsie GMPT y GonbHBIX O1edapocmazMoM
MO3BOJISIIOT TpPeANoiarath, YTo B MaTO(MU3UOIOTUU JaHHOM
(hopMBI (hOKANTBHOI AUCTOHUM 3HAYMMYIO POJIb MOTYT UTPaTh
HapyiieHuss @K Kak B ceTH ITACCMBHOTO peXKMa padOThlI TO-
JIOBHOT'O MO3Tr'a, TaK M B KOPTUKO-CTpUATO-NaLIMA0-TalaMuye-
cKoii cetu [42].



TEXHONOTM

Pesynbratet GMPTh y nmanuenToB ¢ L] cBUAETENbCTBYIOT O
MHOTOCETEBbIX HAPYLIEHUSIX, XapaKTePU3YIOLIMXCS OCIa0IeHHU -
eM DK ceHcoMoTOpHO# ceTn (peMoTopHast Kopa, epBUYHas
1 BTOPMYHASI CECHCOMOTOPHASI KOpa) ¢ pa3TNYHBIMU 00JIaCTIMU
NpePOHTANBLHOM, TPEeMOTOPHON KOPbI, BEpXHEH TEMEHHOI
NOJIbKU, T.6. PETMOHOB, UMEIOLIMX OTHOIIEHHE K MOTOPHOMY
miaHupoBanuio [38]. @K cHMXeHa TakKe MeXIy NMepBUYHOI
3pUTENBHON CEThIO ¥ MPEPPOHTAIBHOI, MPEMOTOPHON KOPOiA,
BEPXHEW TEMEHHOM JOJIbKOW U CPeIHEW BUCOUHOM U3BUIIMHOM.
B 10 3Xe BpemsI 1Sl COCTOSTHUSI HEKOTOPBIX y4aCTKOB MpedhpoH-
TaJIbHOM, IPEMOTOPHOM, IEPBUYHON MOTOPHOM 1 BU3YaJIbHOI
HEWPOHHOI ceTH, 00ecreyrBalOIMX UCTIOMHUTENbHbIE QYHK-
11, xapaktepHo ycunenue OK.

IMpenmnonaratort, uto yMmeHbieHue @K ceHcoMoTOpHOM U Tep-
BUYHOM 3pUTENILHON ceTelt IBsIeTCsl HelipoHaIbHBIM CyOCTpa-
TOM, HapylIaloUI¥M TUIAHUPOBAHUE JBUXEHUM M MPOCTpPaH-
CTBEHHYIO opueHTanuio y 6onbHbIX ¢ /1. YBenmnuenne OK B
TeMEHHO-JIOOHO! CeTH B CBOIO OYepeib MOKET UMETh MepBUY-
HYIO MPUPOAY U OBITh MPUYMHON pa3BUTUS MaTOJOTUYECKUX
IBVXEHUN WM BHITTOJHATH KOMIIEHCATOPHYIO (DYHKIIMIO, Ha-
MIPABJIEHHYI0O Ha PEOPraHU3alMI0 C LEJbI0 YMEHBIIEHUS MO-
CJIEACTBUI HAapyLIEHUsI TPOEKTUPOBAHUSI ABUKEHU A, BbI3BAH-
HBIX IIATOJIOTMEH B CCHCOMOTOPHOM U MEPBUYHOM 3pUTEIbHOMN
cersx [38].

]_[OJ'lleCHHHC JAaHHBIC MMO3BOJIMWJIN MTPEAIIoaaratb, 4T0 UBMECHE-
HUA B OTUX IBYX CETAX ITOKOs YKa3bIBalOT Ha HCpBI/I‘{HHﬁ aec-
(I)I/IHI/IT MOTOPHOIO INTAaHUPOBAHWA U HAPYILICHHOEC BOCIIPUATUEC
IIPpOCTpPAaHCTBA IIpHU HZ[, 4TO NOATBCPXKIACTCA BOCCTAHOBJICHU -
€M CBA3U MCXIY NaHHBIMU CETAMU U HCKOTOPBIMUM M3 yKa3aH-
HBIX 30H IIpN BO3/IENCTBUM 60TYJ'II/IHI/I‘{CCKOFO TOKCHHA.

VuuthiBasg, 4TO BO BpeMs CTaHIAPTHOTO (HArpy304HOIO)
(GMPT-uccnenoBaHusi aKTUBAIUSI BOBIEYEHHBIX B TMCTOHUIO
MBI y nauneHToB ¢ LI/l HeBo3MoXxHa, u3ydeHre U3MEeHEHUI
@K mo pesynsratam ¢pMPTim MoXeT cTaTh ONTUMATTBHBIM 00b-
eKTUBHBIM METOJIOM OILIEHKM (DYHKIIMOHANBHBIX HapyLIeHUH
TOJIOBHOTO MO3Ta MPYU JTAHHOM 3a00JI€BaHUH.

IMpn pMPT y nanmentos ¢ I1C BristBiaeHs! HapymieHus OK
MEXIy pernoHaMM TOJIOBHOTO MO3Ta, OTBETCTBEHHBIMM 3a
MUCHMO, a TaKKe TUCHYHKITMS KOPKOBO-TIONKOPKOBBIX KPYTOB,
BOBJIEKAIOIINX COMaTOCEHCOPHYIO KOpY, 00J1acTy B3aMMOJIEii-
CTBUSI CCHCOPHOM M MOTOPHOM CHCTEM U CKOPJIYITy KOHTpaa-
TepaibHO TIopaxeHHo! pyke [29, 38, 43, 44]. EcTb naHHbIe 1 00
ymenbmennn ®K mexmy BepxHei TeMEHHOM 1 IPEIeHTPab-
HOIi obnacTsIMu y JaHHO# KaTeropuu 00abHbIX [38]. Ocabie-
e @K B KOPKOBO-MO3XKEUKOBBIX CETAX B TTOKOE COTTIACYeTCS
C TMIIOTE301 O MaTOTEHETUYECKOM POJIM MO3XEUKa B Pa3BUTUU
(hOKATBHON ITUCTOHMH. YMEHBIIEHNE KOPKOBO-TIOIKOPKOBBIX
CBsI3ell yKa3bIBaeT Ha HaIM4ue 0ojiee TeHEpaTM30BaHHBIX Ha-
pylLIeHWi B 0a3ajbHbIX TaHIJIUSAX, TAJTaMOKOPKOBBIX CBSI3SIX,
PACIIONIOXECHHBIX 3a TpeldelaMd OCHOBHBIX CEHCOMOTOPHBIX
obnacreii, nameHeHHbIX pH T1C. TTockonbky mamueHTsl ¢ [1C
SIBJITIOTCS. ACHMIITOMHBIMU B COCTOSTHUM TIOKOSI, BHISIBJICHHEIC
(byHKIIMOHAIbHBIE HAPYIICHHUS MOTYT OBITh OTPaXkeHWEM 00
OCHOBHOH TaTOJIOTHH, JTNOO KOMIIEHCATOPHBIX HEHPOIIIACTH-
YeCKMX M3MEHEHUI CeTeBO CTPYKTYPHI IIPU JaHHOM 3abolre-
BaHMU [29]. PemynmpoBaHHasi KOHHEKTMBHOCTb OTMeYasach
TaKKe MEXIY BEpXHEH TeMCHHOM MOJBKOM W JOp3albHBIM
MpeleHTPAIbHBIM PETMOHOM, KOHTPOIMPYIOIIUMHU (DYHKIIUIO
nucbMa [38]. OcoOblii MHTepeC MpeacTaBIseT TOT (GaKT, UTO Bb-
sIBJICHHBIE Pa3Inaus Mexmy 6ombHbMU ¢ [1C 1 Tpymmoii 3m0-
POBOI0 KOHTPOJIS1 HAOI0AATMCH B COCTOSIHUM TTOKOSI ¥ TOJIBKO B
TOJTYIIAPWH, KOHTPAlaTepPaIbHOM II0 OTHOLIEHUIO K ITOPaXeH-
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HOW pyke. JlaHHbIE pe3yJIbTaThl JOMOIHAT COBPEMEHHOE TPEI-
cTaBlieHMe 0 naTodusuonornyeckom cyocrpare I1C, a uMeHHoO,
CBUETEIBCTBYIOT O HAIMYMHY TTOBPEXICHNUS, HE CBI3aHHOTO CO
CTPYKTYpaMH, KOTOPHIE OTBEYAIOT 3a (DYHKIIMIO IIMChMA.

Takum o0pa3oM, oOHapy:XeHHbIe Y OONBHBIX ¢ (DOKATbHBIMU
dhopmamy TIepBUYHON AucToHUK HapymeHus @K mMHoroumc-
JICHHbIX HEMPOHAIbHBIX CETel CBUAETENLCTBYIOT 00 y4yacTUH
B MATOT€HE3€ JaHHbIX 3200JeBaHUI TPEX CETEN MOKOS: CEHCO-
MOTOPHOM, 3pUTENBbHON U CeTH, 0OeCTIeYNBAIOIICH UCTIOTHHU-
TeabHbIe PyHKIMKU. KpoMe Toro, mpoaeMoHCTpUpOBaHa B3au-
MocBs3b cocTostHUS DK ¢ KITMHUYECKUMU XapaKTepuCTUKaM1
3a0oneBanus [38].

B 11e;10M moBpexmeHMe ceTeBOM apXUTEKTYPHI Y MAIIMEHTOB C
Pa3IMYHBIMU (hOPMaMU AUCTOHUY MPEICTAaBICHO MAaTONOTHYe-
CKOU 3KCMaHCHel MM COKpaIlleHWEeM HelpocoobIecTB, Ha-
TIpUMep, pa3pyLIeHUEM CBsI3eii 6a3albHBIX SIep C MO3KEIKOM,
MoTepell KITI0YeBOro pernoHa MHGOOPMAIMOHHOTO TpaHchepa
B IIPEMOTOPHOM Kope M oTdeTnBoi penykuueir @K B ceHco-
MOTOPHOM U JIOOHO-TeMEHHOM peruoHax. JlaHHble U3MEHEHUS
TIO3BOJISIIOT TIpenrofarath, uto M) mpencrasiser coboil pac-
CTPOMCTBO KpPYIMHOMACIITAOHBIX CETEi, Iie MaTOJOTMYecKue
B3aMMOJICICTBHUS IPUBOIAT K IIMPOKUM MOBPEKICHUSIM (PYHK-
IIMOHAJBHBIX CBSA3CH M MOTYT COCTABJISITh OCHOBY IAaTO(DH3MO-
norun D1 [45]. Unentudunupyemsle ¢ nomomuipio GMPTn
naropusnonorndyeckue maMmeHeHus: OK, BO3MOXKHO, MOTYT
OBITb UCIIOJIBb30BAHBI B OYAYIIEM B KayecTBE MOTCHLUATIbHbIX
GroMapKepoB pasmuHbIX hopM DJI [46].

¢GMPT na done 6orymHoTepanun

Oco0blif MHTEpeC C TOUKK 3pEHUSI OLIEHKU (HYHKIIMOHATBHOTO
COCTOSTHUSI TOJIOBHOTO MO3Ta BBI3BIBAET U3yYEHUE TMUCTOHUU C
nomorneo GMPT u GMPTn Ha doHe mpoBoAXMOrO JieYeHusl.
D10 MMeeT OOJIbIIOe 3HAYCHUE IS TOUCKA MATOTEHETUIECKI
3HAYUMBIX 3D PEKTUBHBIX TEPANEBTUYECKUX METOMK.

CoBpeMeHHOI Tepamueil BEIOOpa MalMEeHTOB ¢ (hOKaIbHBIMU
dbopMaMM TUCTOHMHU SIBJISIIOTCS MHBEKLIUU MUOpeIaKcaHTa
JIOKAJIbHOTO IeACTBUST — OOTYMMHMIECKOTO TOKCHMHA THIA A
(bTA). Beenenue npenapatoB BTA B AMCTOHMYECKKE MBIILIIBI
MPUBOIUT K YMEHBIICHUIO TUTIEPKIHE30B M 3HAUUTCITBHOMY
YIYYIIEHMIO KauecTBa KM3HU OOJIbHBIX, BILIOTh 10 BO3MOXKHO-
ro pa3Butug JiedueOHoi pemuccuu [20, 34, 47—52]. HenaBHue
MCCJIeIOBaHUS TI0Ka3alIM He TOJbKO mpamoit apdexkr bTA Ha
HEpBHO-MBbILIEYHOE coearHeHue. Mubekunu npenaparos bTA
B IMCTOHUYECKYE MBIIIIIB CITOCOOHBI TMCTAaHIIMOHHO MHIYIIH-
pOBaTh U3MEHEHMS B IIEHTPAIbHBIX CEHCOMOTOPHBIX CXEMax.
N3ectHo, uto BTA neiicTByeT uepes aibda- U raMmMa-mMoTO-
HEHMPOHBI, OJOKUPYS B MBIILICYHBIX BepeTeHax addepeHTHDII
Bxon. LleHTpanbhblii ahdext BTA, TakuM 00pa3oM, SBISET-
CS HETIPSIMBIM, a M3MEHEHUe CEHCOPHOU 0OpaTHOM CBSI3M M3
UHBELIMPOBAHHBIX AMCTOHUYECKUX MBILIII-MUIIEHEH MOXET
TIPUBOIUTH K KOPKOBOM peOpTaHM3alMU B BIIE HEHPOIUIACTH-
YeCKOro OTBeTa Ha nepudepruyeckKrue ceHCOPHbIE HapyLIeHUSI.
Bri3biBaeMoe JieueHrEM BOCCTAHOBJICHUE CBSI3aHHBIX C MOTOP-
HBIM ITAHUPOBAHKMEM PETMOHOB IIOATBEPXKIAET COBPEMEHHYIO
TUIIOTE3Y O KJII0YEBOIi poJiu eUIIMTa MOTOPHOTO MIaHKPOBA-
HUA B MaTO(OU3NOIOTUN IUCTOHUH [39].

ITo nanueM GMPT, sdbdexrtuBHas Tepanus 6oabHbIX ¢ BCIT
JIOKaNIbHBIMM MHBbeKLIMSIMU BTA mpuBOAUT K HOpManuzaluuu
CHMKEHHOI aKTMBAlMM JIEBOIA MOSICHOM M3BUIMHBI U TIOSIBIIE-
HUIO HOBBIX 30H aKTUBHOCTH B JIEBOM IIPEIKINHBE W MPABOI
BepXHeii 3aTbLIOYHOM u3BUIMHE [20].
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borynuHorepanusa LI compoBoxaanach CHMXEHHEM aKTHU-
BallMY UIICWJIATEPAIbHOM JOTOJHUTEIbHOM MOTOPHOM U TOp-
3aJIbHOI MPEeMOTOPHOI KOpbl. CeHCOMOTOPHbIE KapThl MOKa-
314 TaKXKe 3HAUMTENbHOE CHMXKEHME aKTHBALMM 0a3ajbHbIX
raHriveB. B nenoM HapyulieHUs CEHCOMOTOPHO# aKTHBALUMU
npu LI BoIXOmWIM 3a Tipeaesbl ceTeid, KOHTPOIUPYIOIKX MO-
PaXECHHYIO YacTh TeJla, U UX 3HAYMMOE U3MEHEHUE MJIA «HOP-
Maju3alyst» MOTYT OBITh pacUeHeHbl KaK WHAYLUPOBAHHBIE
neyenuem bTA [53].

Pe3ypraTel HEMHOTOUMCIICHHBIX OITYOJIMKOBAaHHBIX MCCIIENO-
BaHuit M PTi cBupeTenbeTBYIOT 06 yayurnenun @K, a mMeH-
HO 0 ee YaCTMYHOM HOpManu3anun, y manueHTos ¢ LIJI Ha done
tepanuu bTA: peub uaer o BocctaHoBieHUM HapyieHHoi GK
B CEHCOMOTOPHOI M MepBUYHOM 3puTebHOM ceTsx [38]. Dd-
(pextuBHOe neyenue BTA 6onbHbIX ¢ LI/ mpuBoaMIIO K penyK-
LMY aKTUBALUU UIICUIATEPaIbHON NOMOJHUTETbHON MOTOP-
HOW 30HBI, IEPBUYHON COMATOCEHCOPHOM KOPHI ¥ JOPCAIbHON
MIPEMOTOPHOI KOPBI, @ TAKXKE K YCUJICHUIO aKTUBALIMK BTOPUY-
HOM KOHTpajJaTepajibHOW CEHCOMOTOPHOM KOpBI M OCTpPOBKA.
[pennonaraiot, yto momoOHble M3MeHeHUsS OK Moryr ObITh
KaK MepBUYHBIMU, TaK U BTOPUYHBIMU (BO3MOXHO, KOMITEHCA-
TOpPHOTO Xapaktepa) [39, 40].
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HccnenoBanne C. Delnooz u coast. y 6obHBIX ¢ LI 10 ne-
yeHHs BBISIBWIO penyuupoBaHHylo DK cpemHenopsaabHoi
JaCcTH 3pUTENLHOTO Oyrpa M Hapy:KHOI YacTH IIpaBoro OJen-
HOTO II1apa ¢ CeThI0, OXBATHIBAIOIIEH JIeBble TOOHO-TEMEHHbBIE
peruvonsl [40]. ITpu 3ToM 11 MepeAHEed YacTu 3pUTETBHOTO
Oyrpa Oblja XapakTepHa TEHAEHLMS K OUaTepasbHOMY MOBbI-
nrennio OK ¢ ceThlo, 00beIMHAIONMEH CEHCOMOTOPHBIE 30HHI.
Cpenu pe3ysIbTaToB TAHHOH paOOTHI MPEACTABIICT MHTEpPEC
BBISIBIEHHAs! CMIOCOOHOCTh Tepanuu BTA mHayumpoBath pe-
opraam3anuio @K B ceTn, BKIOYAIONIEii, IITABHEIM 00pa3oM,
(1ipe)poHTANbHBIE 30HBI, CPeIHEBEHTPANIbHYIO YacTh ITPaBO-
r0 MOJIOCATOTO Teja M HApYXHYI0 4acTb MPaBoro O6ieqHOro
mrapa.

[TpoBeneHue nanpHeiux wuccienoanuit GMPTo mpu do-
KaJIbHOW TUCTOHUM OyEeT CrocOOCTBOBATh YTOUHEHHUIO MMe-
IOIMXCS MATOTeHETUYECKM 3HAYUMBIX CBS3EH MeXIy Hapy-
mweHnssMu @K 1 TsKkecThio 3a00€BaHMs, a TAKXKE U3YYEHUIO
BO3MOXHOM KOPPEKIIMU 3TUX HApYLIEHU I ¢ TOMOILbIO OOTY/IH-
HOTEpaIu.
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DJIIEKTPOPU3NOJIOTNYCCKUE METOABI
OLICHKM KOJIMYECTBA
OBUTATEJIbHBIX SAUHULL
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Paznuunble Hegposoeuteckue 3a001e6aHuUs, NPU KOMOPLIX CMPaoaiom MOMOHEUPOHb! UAU UX AKCOHbL, NPUGOOSM K CHUMICEHUI0 KOAUMECMBA (YHKUUOHUDPYIO-
wux dsueamenvinvix edunuy, (JIE). Ilodcuem xonunecmea coxpannvix JE umeem 3nauenue 6 ouenke npoepeccuposanus RAmMoA02U1eckoeo npouecca, Cs3aHH020
¢ eubenvio momoeliporos. Koauvecmeennas ouenka JE, kak npasuno, HegosmodcHa memooamu pymunnoil snexmpomuoepaguu. Ilosmomy wa npomsicenuu
nocaeOHux decsmunemuii 8edemcs OUCK HAeKmpousuooeuteckux memodos ouerku Koauuecmea JE, xomopeie Ha ceco0HsuHuil OeHb 006e0UHsIOMCs 00 00-
wum razeanuem MUNE (Motor Unit Number Estimation). ITepeas 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 Habaodaem sozpacmarouuii unmepec K MUNE
8 C8A3U C NOUCKOM HOBbIX Memodos nedenus 00fe3HU 08ueamenbhoeo Helipona, onpedeneHus ux @eKmugHoCmu u OUHAMUMECK020 KOHMPOAS MedeHus 3a-
Gonesanus. Ceeoonss MUNE paccmampusaemes Kax nomeHyuanshvlii 0uomapkep npu RposeoeHull KAUHUMECKUX UCHbIMAHUL HOBbIX CHOCO008 AeyeHus 00ae3Hu
dsueamenbHoeo Heiipora. B o63ope uznocenvt docmynnvie memoouxu MUNE, npusedenbt ux cpagHumenbHbie Xapaxmepucmuxi, npeumyuecmed u Hedocmamyu
Kaxc0020 u3 HUX, 00cyicoaemes Onbim U neperexmuesl UX HpuMeHeHus.

KimoueBblie clioBa: dsueamensioie edunuypl, anexkmpomuoepagpus, MUNE, bone3ns 0sueamenvhoeo Heipona.
DOI: 10.18454/ACEN.2017.2.8

Electrophysiological methods for estimation
of the number of motor units

Aysylu F. Murtazina, Aleksandra I. Belyakova-Bodina, Amayak G. Brutyan

Federal Medical and Biophysical Center n.a. A.L Burnazyan of the Federal Medical
and Biological Agency of the Russian Federation, Moscow, Russia

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.

Keywords: motor units, electromyography, MUNE, motor neuron disease.
DOI: 10.18454/ACEN.2017.2.8

Bsenenne pakeHWs MOTOHEWpOHA WM aKCOHOB aMIUTUTyga M-oTBeTa

CHIDKAETCS, OJHAKO 3aTeM B pe3yibraTe (heHOMEeHa KoJulaTe-
JBuratenpHas eauHuna (IE) sBnsercs ocHOBHBIM Mopdo- paJibHOM pEMHHEPBALMM, MOXET BO3pacTWM — IMPU TOM, UTO
(DyHKIIMOHATEHBIM 3JICMEHTOM HepBHO-MBIIIEYHOTO alliapara kommuectBo IE octaercs mpexHuM. [lomcuer KonmmyecTsa
U COCTOMT U3 MOTOHEHpPOHA M BCEX MHHEPBUPYEMbIX UM MBbI- coxpaHHbIX JIE MoxeT mmeTh 3HaueHHe B auddepeHIInaIb-
IICYHBIX BOJIOKOH. Pa3inmuHble HEBPOJIOTMYECKHE 3a00jIeBa- HOW OMarHoCTuKe 3a00JeBaHUI, OMHAKO elle Oonee 3HAYM-
HUS, TIPA KOTOPBIX CTPAgaloT MOTOHEWPOHBI WM MX aKCOHHI, MO TIpEICTABISACTCS €ro PoNb B OIEHKE MPOrPEeCCHPOBAHMS
TIPUBOIAT K CHIKCHUIO KOJIMUecTBa (GyHKIMoHMpyomux JIE. nmarojsiornyeckoro mporecca. KomuuecTBeHHast oOlleHKa CO-
Pyrunnas snekrpomuorpadus (OMI) momoraer ompene- xpaHHbIx IE paccmarpuBaeTcsl ceromHsl Kak BaXKHbI Ouo-
JIUTh (PaKT TOpaxXeHUs] MOTOHEHPOHA, HO He TIO3BOJISIET Olie- Mapkep B olieHKe 3()(MEKTMBHOCTH HOBBIX pa3padaThIBaeMBIX
HUTb KOJIn4ecTBO coxpaHHbIX JIE. B yacTHoCTH, OfiHA U Ta Xe TEXHOJIOTUA JleueHusl 00JIe3HU ABUTaTeIbHOrO HelipoHa. [10a-
aMIUIUTyIa MaKCUMAaJIbHOTO MOTOPHOTO 0TBeTa (M-0TBeT) Mo- TOMY Ha TIPOTSIKEHUHM TTOCTETHIX TEeCITUICTHIA BEIETCS TOUCK
KeT oTpaxath paszmnyHoe konmdectBo JE. Bekope mocie mo- SNMEKTPOPU3MOTIOTIUECKIX METONOB OlleHKM KommdecTsa JIE,
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KOTOpBIE Ha CETONHAIIHMIA A¢Hb OOBSIMHSIOTCS TI0[ OOIINM
HazBaHueM MUNE (Motor Unit Number Estimation). Cnenyet
OTMETUTB, uTo pa3padoTka MmeTogoB MUNE ocnoxHseTcs TeMm,
YTO CEeTOOHsS He CYIIECTBYET albTePHATHMBHBIX JOCTOBEPHBIX
croco0oB onpeneaeHus UCTUHHOro KoauuectBa JIE. B vact-
HOCTH, THCTOJIOTHIECKIE MCCAeIOBaHNS TeprdepmIecKuX He-
PBOB He MO3BOJISIOT AU bepeHIIMPOBATh IBUTaTeIbHbIE U UYB-
CTBUTEJIbHBIE BOJIOKHA Oosbinoro auamerpa [1]. OtcyrcTBue
«30JI0TOTO CTaHAApTa» 3aTPYIHSIET OIIEHKY TOCTOBEPHOCTH CY-
LIECTBYIOILUX U MpeaaraeMbix HOBbIX MeTonoB MUNE.

Kakum JomkeH ObITh «uAeanbHbli» MeTon oueHku JIE? U3-
BECTHO, YTO CYHICCTBYIOT pa3IMJIHbIC THIThl JBUTATETBHBIX
enuHu1,. Manbie 1o pa3Mepy MOTOHEHPOHbBI UMEIOT MEHBIIHIA
JIaMeTp aKCOHOB, CIIOCOOHBI pa3BUBaTh c1aboe, HO YCTOMYM-
BO€ TOHMYECKOE COKpalleHKE, TOrAa KaK 00JblIMe MOTOHEM -
POHBI ¢ UX OOJIBIIMM IO TUAMETPY aKCOHOM, C BBICOKOH CTere-
HBIO MUEIMHI3ALNHI U CKOPOCTHIO TIPOBENCHNS NHHEPBUPYIOT
MBIILIEYHbIE BOJOKHA, KOTOPbIe MOTYT pa3BMBaTh OBICTPOE U
CUJILHOE COKpallleHUe, HO MEHee YCTOMYMBBI K YTOMJEHUIO.
Peructpupyemast amruuryna norenuuanoB JAE (ITIE) 3zaBu-
CHUT OT KOJMYECTBA MHHEPBUPYEMBIX €}0 MBIIICUYHBIX BOJOKOH
M paccTOSTHUSI 0 31eKTpomoB. [10CKOIBKY aMIUTMTYIBI OT-
BeToB pa3HbiX [IE oTinyaioTcs, B uneane HeoOXOAMMO MMETh
BO3MOXKHOCTb U3MEPEHUS aMIDIUTYIbI Kaxk1oit otnenbHoi JAE,
4TO Ha TMPAKTUKE HEBO3MOXHO. [103TOMY MOYTH BCE METOMIbI
MUNE ocHoBaHbI Ha U3MEPEHUU aMIUIUTYAbI OTHOCUTENLHO
HeOosblIoro konuuecTsa JE ¢ mocneayomyM ycpeqHeHUeM.
BoruncrsieTcs Tak Has3bIBagMasl «CpEeIHSS aMILIATYIa» OJXHOM
IE. KonnvectBo [IE BeruncasieTcst myTeM neJeHHs aMILIATYAbI
MakcuMajiabHoro M-oTBeTa Ha MOJYYEHHYIO CPEIHION aMILIM-
tyay [E. Takum 06pazoM, MOrpeIIHOCTh JII0O0ro MeToa OyaeT
B 3HAYUTENBHOM CTEIEHM 3aBMCEThb OT BBHIOOPKU MOCTYITHBIX
IUTS pEeTHCTPAIK M BKITIOYeHHBIX B aHamu3 J1E.

Iepsbie marn Ha mytu MUNE o6bi1u cnenansl A. McComas.
B cBoem 00630pe [2] aBTOp BCIIOMUHAET, YTO MBICAb O BO3-
MOXHOM rozcyete kKonudectBa JIE Bo3Hukia y Hero B 1967 1.,
KOT/Ia OH, CUIS B JA0OpaTOPUU B KaUeCTBE UCTIBITYEMOTO, T10-
Mmoran goktopaM R. Johns u C. Brown B pabote mo ompene-
JIEHUMIO TTOPOTOB BO30YIMMOCTH MOTOPHBIX M CEHCOPHBIX BO-
JIOKOH OTHOTO M TOTO Xe HepBa. IlocTemeHHOE MOBBIIICHNE
CUJIbI TOKa TPUBOIMT BHayajle K IMOSBIECHUIO MEPBOTo, HU3-
KOaMITIUTYJTHOTO MOTOPHOTO OTBETa, a HajlbHeiilee Mmocre-
MEHHOE TIOBBIIICHNE MHTEHCUBHOCTU CTUMYISIIMM BBI3BIBACT
CKaYK000pa3HOEe yBEIWYEHHE aMILUIUTYIbl OTBETOB (IO THUITY
(heHOMEHA «BCE WJIM HUYEro»). DTO HaOJMIOIEHME IPUBEIO
A. McComas K MBICITH, YTO KaXI0e Mocieaylolee yBeauyeHe
MHTEHCUBHOCTH CTHMYJa IPUBOAUT K BO30OYXICHWIO HOBOTO
aKCOHa (COOTBEeTCTBEHHO HOBOI1 [1E) ¢ cOOTBETCTBYIOILIUM YBe-
JIMYEHNEM aMIUTUTYIBl CyMMapHOTO OTBeTa. B mociemyromnem
3TO TIPENATIOIOKEHNE OblIa MOATBEPXKAEHO B IKCIIEPUMEHTE C
MTOMOILbI0 MeToa KoJuu3uu [3]. Pasnenus aMmiutyny Makcu-
MaJIbHOTO CYMMApHOTO OTBEeTa Ha aMILIMTYIy oqHoit I E, MoX-
HO moiyyuth obiee KoauyectBo JE. ITyomukanus B 1971 &
pabotel A. McComas o metone noacueta JIE cpasy xe BbizBana
MOSIBIIEHKE OOJBILIOrO KOMMYECTBA pabOT B 3TOM 001aCTH.

Bo3MOXHOCTb KOMIIBIOTEPHOI 00paOOTKM MaHHBIX TIpUBeENa K
BO3HMKHOBEHMIO BTopoii BosHbI MHTepeca K MUNE B 1980-x T
1 pa3paboTKe HOBHIX METOIOB OlLICHKM KoynmdecTBa JE, B ToM
quciae cTaTucTudeckuX. I[losiBUIOCH HeMano IyOIMKaluiA,
onuchiBaroux npumeHeHne MetonoB MUNE npu pazinuHbIx
Ho3onorusax [4—15]. Ucropus pas3BuTusg 31neKTpodOU3NOIIO-
TMYECKMX METOJOB KONMUUYeCTBeHHOM oueHKM [IE XapakTepHa
TEM, YTO ITEPUOJBI OTHOCUTEIBHOTO «3aTUIIBSI» HEOIHOKPATHO
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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)

CMEHSIOTCS BCIJIeCKaMu MyOnuMKauuid (puc. 1), 4yTo 0OBIYHO
COBMagaeT ¢ mpemioxeHueM HoBoro crnoco6a MUNE u wc-
CIICIOBAaHUSIMU TI0 €r0 CPaBHEHMUIO C MPEMIOKEHHBIMU paHee
Mmetoarkamu. Tem He MeHee MUNE moka He Haluia Impoxo-
T0 IPUMEHEHNSI B KIIMHUYECKOI MPAKTUKE, YTO 00YCIOBICHO
B IEPBYIO OYepenb TPYIOEMKOCTBIO TIPEIIOXKEHHBIX METOIVK.
OmHako B MOCNEIHME TOOR MBI CHOBA HAOMIOMAEM ITOSIBIICHIE
00JIbIIOrO KOJIMYECTBA MyOMKALIMil HAa TeMY OLIEHKM KOJIJe-
ctBa J1E B CBSI3M ¢ TOMCKOM HOBBIX METOIOB JICUEHUS, OTIpe/e-
JieHus ero 3((PEKTUBHOCTY ¥ JMHAMUIECKOTO KOHTPOIIS Teue-
HUs 3200/1€BaHMSI.

Kpatkoe omicanue 3,1eKkTpodu3no10ruuecKux MeTo10B
omenku Kommyectsa JE

C tex nop Kak ObL1 pa3paboTaH MepBbIii C1Oco0 OLIEHKU KO-
yecTBa ABuratenbHbIX eauHul — MUNE, nosiBunochk MHOXe-
cTBO ero Momudukanmii. Cpeid HUX MOXHO BBIICIUTL 00JIb-
MIYIO TPYIIITY METOIOB TOIIATOBOM CTUMYJISIINK, OCHOBAHHBIX
Ha TOCTEIIEHHOM IMpPUPAIIEHN CUIIBI TOKA M TIOC/IeI0BaTe b~
HOM BOBJIEUEHUM <«HOBBIX» MOTODHBIX €IMHHUI] B PE3yJbTa-
Te BO30YXIEHUSI «HOBBIX» aKCOHOB B COCTaBe MCCIIEAYEMOTO
HepBa. HekoToprle MomuMKAIMK HAIIUTK ITUPOKOE IPHUMe-
HEHUE B MCCIIEI0BATeIbCKOM MPAKTUKE, OCTAIbHbIC UCIIOIb3Y-
I0TCSI pEXE B CBSI3M C BHICOKOM BapruaOeIbHOCTBIO TTOKa3aTeeit
WA TPYAOEMKOCTBIO BBIIOMTHEHMS METOIUKH.

Meron nomarosoii ctumyasuuu (incremental stimulation) mep-
BOHayaJ bHO ObLT TpemtoxeH A. McComas ¢ coast. B 1971 &
[16]. B ocHOBe MeTO@ — CTUMYJISALIMOHHAS JJIEKTPOHENPOMHUO-
rpadus. Peructpupymoue 31eKTpoabl pacIonaraloTcs B Ipo-
eKI[M UCCIIeMyeMOii MBIILIIBI TaK Xe, KaK U ITPU UCCIIeT0BaHUY
TIPOBEIEHUS 10 MOTOPHBIM BOJIOKHAM HepBOB (puc. 2). CTumy-
JISIMS HepBa OCYLIECTBISETCS B AUCTATbHON TOUKE TOKOM MU-
HUMaNbHOH cwibl. [1pu mocTeneHHOM YBeTMICHIH CHITBI TOKa
TIPY OTIPENeIEHHOM TOPOTrOBOM 3HAYCHMM BO3HMKAET MOTOP-
HBII OTBET MUHUMATBHOM aMITIMTYABL. [1py JaipHeieM mo-
BBIIIICHUH CHJIBI TOKa (pOpMa OTBEeTa M3MEHSIETCS, M aMILIUTyIA
MeHseTcs Ckauykoo0pa3Ho. Kaxkioe Takoe MoBbIlIeHUe aMILIH-
TYIBl HA3bIBACTCS MHKPEMEHTOM U OOBSCHSICTCS TOOABICHH-
eM HoBoii JIE, Tak Kak mopor Bo30yxXIeHHs aKCOHOB Pa3iny-
HBbIX MOTOHEHPOHOB OTIMYaeTcs. TakuM 0Opa3oM MOJydaroT
8—10 MHKPEMEHTOB 1 BHICYMTHIBAIOT MX CPESIHIOI aMILIATYLY,
KOTOpasi YCIIOBHO MPUHMMAETCS 3a aMILIMTYIy OTBeTa OJHOMA
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Puc. 2. Metoa nomarosoii ctumyasin no McComas

A — pacrojoxenue 3JNeKTPOIOB TNPH 3aMHCH MOTOPHOTO OTBETA
¢ m. abductor pollicis brevis ?APB . AKTHBHBIIi 3JIEKTPOJI HAXOAUTCA B
NpPOEKIUH ABUraTelbHOii Touku APB, pedepenthblii — Ha ananre 60.b-
IIOTO MANbIA, 323eMISIOMUIl — HA JIAJOHH.

B — cramynsmms cpemunnoro Hepsa. Ilpm mocTenmeHHOM yBemueHHH
CHJIbI TOKA CKAYK00OPa3HO BO3PACTAET AMILIMTYAA OTBETA, Ha3biBae-
Masi HHKpeMEeHTOM, COOTBEeTCTBYeT BKo4eHHI0 HOBOii JIE. OToGpaxkenb
6 MHKPEMEHTOB.

C — Te Xe 0TBETbI, 0TOOPAKEHHBIE MO OTAEIbHOCTH.

D — dopma otnenbHbIx notenmanos JIE, moydenHas myrem nporpam-
MHOTO BBIYHTAHNS M3 KAXKIOT0 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

HE. KonuvectBo JIE Bbrumcnsercss myteM AeneHUs] MakKCH-
MaJIbHOM aMILIUTYIbl MOTOPHOTO OTBETA Ha TOJYYEHHYIO aM-
mwutyny onHoit JIE.

OpUrvHaIbHOM METOIMKE TIOIArOBOM CTUMYJISILIUK MOCBSIIIE-
HO 0OJIBIIOE KOMMYEeCTBO MyOmKaiuid [16—22]. B enom atot
METOI TOKa3al BBICOKYIO BOCIPOM3BOAMMOCTh ITOKa3aTeeit
KaK y 30POBBIX MCIIBITYEMbIX, TaK M Y TALIUEHTOB C MOPaXeHU-
€M MOTOHEIpOHOB. [Ipy 3TOM IS TPOBENCHNUST CCIIEAOBAHIS
He TpeOyeTCs AOTOJHUTENbHBIX IPOrPaMM, BpeMsl UCCIeNoBa-
HUS OIHOU MBITIIIEI 3aHUMaeT okoio 10—15 MmuH. BMmecte ¢ Tem
ObUTM OOHapyXeHbl HeIOCTaTKM MeTona. IlepBoHavyaibHBbIi
BapMaHT IOIIArOBOr0 MCCIENOBAHUS HE MCKITIOYaeT BO3MOX-
HOCTHY OHOBPEMEHHOM CTUMY/ISIIMY aKCOHOB IBYX 1 6onee JIE
C IPUMEPHO OJMHAKOBBIM IOPOroM Bo30yXneHus. B aHrio-
SI3BIYHON JIUTEpaType 3TOT (PeHOMEH Ha3bIBaeTCs abTepHAIIN-
eit. JIng pereHust 3Toii mpo0aeMbl OBLITH MPeAI0XeHbB METOMBI,
paccMOTpPEeHHbBIE HILKE.

Crumynsuuu MHokecTBa Todek (multiple-point stimulation,
MPS) — meTon, npeanoaraloldii CTUMYJISLIUIO HEPBA B He-
ckonbkux Toukax (puc. 3). [Ipennoxen Brnepsbie H.S. Milner-
Brown u W.E Brown B 1976 I. [23] . B cBOMX paGoTax aBTOPHI
MOKA3aJ, YTO TOJNbKO MepBbie (OMWH WK [BA) WHKPEMEHTHI
AMIUTUTYIBl MOTOPHOTO OTBETA AEHCTBUTENILHO COOTBETCTBYIOT
nobasneHuio oaHoil Hosoit JIE. Tlpu mocrienyromeM yBesu-
YeHUU WUHTEHCUBHOCTU CTUMYJSILMKM HabmomaeTcsi heHOMeH
aJIBTepHAINY, a UMEHHO, OJHOBPEMEHHOE WM TOTEPeMeH-
HOe BKIIIOUeHMe HecKoibkuX JIE BciencTBre IpuMeEpHO Ou-

53

MeToppl OLIEHKM KONMYECTBA ABUraTENbHbIX EAUHNL

Puc. 3. Merox MPS

A — TOYKHM CTHMY.ISAIMN CPETMHHOTO HEPBA NMPH MPOBEIEHUN HCCIEN0BA-
Hus no Mmetoxy MPS.

B — npu cTUMY/ISIMKM CPEIMHHOIO HEPBA B KAXKIOi TOYKE MOJYYEHO MO
OJTHOMY MOTODHOMY OTBETY MO TUIY (heHOMEHA «BCe WM HHYero» (mep-
Bblii HI3KOAMILTUTY/IHBII MOTOPHbIi1 OTBET MIPH MOCTENIEHHOM YBeTHYEHUH
HHTEHCHBHOCTH cTuMYa). OOpamiaeT BHUMAHHE yBeJuYeHue 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
irllcrfasgs with increase in the distance between stimulating and recording
electrodes

HAKOBOTo Mopora BO30YXAEHUS MX aKCOHOB, UTO MPUBOIUT
K omubouyHoMmy 3aHmxKeHuto mokazareneii MUNE. [Toatomy
ObUTO TPEAJTOXEHO OLIEHWBAThL JIMILL MEPBBIA OTBET, YCpel-
HEHHBII TIPY OIHOU M TOM XKe cuie Toka. CTUMYISIMS HepBa
B HECKOJIbKMX TOYKaX ITO3BOJISIET HaOpaTh JOCTaTOYHOE KO-
JINYECTBO OTBETOB JUIS aHA/IM3a, 0OBIYHO B KojmuecTBe 8—10.
[Ipu aToM paccuuThIBaeTcs cpeaHsis amruiuTyna otsera JE u
BeluMcisercsa 3HaueHre MUNE nyTtem neneHust 3Ha4eHUST aM-
TUTUTYIBI MOTOPHOTO OTBETA, ITOJYICHHOTO IPH CYIIPaMaKCH-
MaJIbHOHM CTUMYJISILIMM HEpBa, Ha CPEIHIO aMIUIUTYIY OMHOM
JE. Meton MPS B MHOTOUMCIIEHHBIX MCCIIEIOBAaHUAX ITOKA3all
BBICOKYI0 Bocripon3BoauMocTs [ 10, 23—30]. Metoauka BbITon-
HHMa Ha JII000M 3JIeKTpoMuorpade, mpu onpeaeaeHHOM OIbITe
CIICIMAIACTA UCCISIOBAHNE OMHON MBIIIIIBI 3aHUMAET OKOJIO
15—20 muH. MeTon oka3ajcs 0osiee TOYHBIM B CPaBHEHHMHM C
nepBoHavYaIbHEIM 10 A. McComas, Ho HeCKOJIBKO 0oJiee Tpy-
JOEMKIM.

Anantuposannsiii Mmeron MPS (A-MPS) mpemnoxen F Wang
u PJ. Delwaide B 1995 1. [27]. DTOT METO BLIYMCIEHUS KOJIHU-
gyectBa JIE mpencrapisteT co0oii coueTaHne IBYX OIMMCAHHBIX
BbIIlIE METOAMK U TOBOJBHO YacTO MPUMEHSETCSl B HACTOsIIIEE
BpeMsl B Pa3IMYHbIX KIMHUYECKUX UccaenoBaHusix [28—30].
TexHuKa 3aKTH09aETCS B MIONIAr0BOM CTUMYJISILIMY HEPBa B TPEX
TOYKAxX C MOMYYeHWEM B KaXIOW M3 HUX HE OJHOTO, KaK TIpU
cragmaptHoM MPS, a Tpex uHKpeMeHTOB (puc. 4). DTO M0O3BO-
JISIET COKPaTUTh BPEMS MCCIIENOBaHMS 3a CYET YMEHBIICHUS KO-
JIMYECTBA TOYCK CTUMY/ISIIMU HepBa. [locmemyronie pacyeTs
cpenHeit ammutyabl oaHoit JIE u kommyectsa [IE He oTinya-
I0TCSI OT TIPEBIAYIIMX METONOB. B MccaenoBaHusIx TMHAMUKI
TeueHHsI 00KoBOro amrorpoduueckoro ckiaeposa (BAC) ¢ mpu-
MEHEHHEM OIMCHIBAEMOIl METOIMKHU TOKa3aHa BO3MOXHOCTb
JIOBOJIbHO 4ETKOro oTciexuBanus yrpathl JE (okono 9% B
mecsi) [30]. ITpumeHenue metona MPS B mpakTriKe orpaHuye-
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Puc. 4. Anantuposannbiii meronq MPS

A — MoTopHbIe 0TBETHI, MOMyYenHbie ¢ APB npu momaroBoi cTiumymns-
11K CPEIMHHOTO HEPBA B TPeX TOUKAX. [Ipn cTHMYJsMM B KAXKI0ii TOUKe
TOJIy4eHO 10 TPH HHKpeMeHTa, 4To cooTBercTByeT 3-M JIE, Bcero 9 JIE.
Jlns BbIYMCIEHHs CpeiHel aMIMTyapl oTBeta oxuoii JIE cymmmupyores
AMIUTATY/IBI TIOMYYEHHBIX MAKCHMAIBHBIX OTBETOB B KAXK/10ii TOYKE C T10-
CJIeIYIOIINM JesieHneM Ha 9.

B — cdopma oTaenbhbix notennuanos /IE, noayyennas myrem mporpamm-
HOTO BHIMMTAHHSA M3 2-TO M 3-T0 OTBETOB MpeabIAYIero. BoimoHsercs
OTZENbHO 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

HO BO3MOKHOCTbIO UCCJICA0OBAHUA TOJbKO NUCTAJbHBLIX MBI
KOHEYHOCTEM. HpI/I HCCIICA0BaHNN HpOKCHMEU[bHOf?I MYCKYyJ1a-
TYPbl BOSHUKAIOT 3aTPYIHECHNUSA, CBA3aHHLIC C MaJIbIM KOJHNYE-
CTBOM JOCTYITHBIX TOYCK JJId CTUMYJIALUMN KOPOTKUX HEPBOB.

Metoa STA MUNE (spike-triggered averaging) mo3BoJisieT uc-
CIIeIOBaTh HE TOJBKO MWCTANbHBIC, HO M IPOKCHMAJBHBIC
MBI KOHeYHOcTel. bout mpemtoxen W.E Brown ¢ coaBt.
B 1988 1. [31]. MeTon 3aKioyaeTcs B OMHOBPEMEHHON 3amu-
CH TIOTCHIMAJIOB ABUTATEJbHBIX €IWHMI] BHYTPUMBIIICUHBIM
M HaKOXHBIM CITOCOOAMH, B CBSI3HM C UeM BO3HUKAET MOTPeD-
HOCTb B 0COOOM IPOrpaMMHOM 00€CIeUeHUH, MTO3BOJISIOLIEM
OCYIIECTBIIATh JBYXKAHATBHYIO 3alTUCh C KOHIEHTPHYECKOTO
WTOJIBYATOTO ¥ IMMOBEPXHOCTHBIX 37eKTponoB. [loTeHuuans: JIE
B uronpyaToit OMI (Tpurrep) nmo3BoasoT UAeHTU(HULIUPOBATD
oTaenbHble nmoteHuManbl JIE B moBepxHoctHoit ODMI ¢ mociie-
IYIOIINM UX YcpenHeHHeM. B oTimuume oT BhIIIENepeyrncieH-
HBIX METOIMK OTBETHI JUIS aHAIM3a HaOMPAIOTCS TP aKTHB-
HOM JIETKOM COKPAIlIeHWX MBIIIIIBI, a He CTUMYJ/ISIIIMCH HepBa
anekTpuueckuM TokoM. [loncuer JIE ocymecTBisercs myrem
TeNCHMS aMIDIATYIBl MOTOPHOTO OTBETA, IOITYYEHHOTO IIPH CY-
MpaMaKCUMaJIbHOM CTUMYJISIIMM HEPBa, HA CPEIHION aMILIM-
Tyay HaOpaHHbIX moteHuuanos JE. Pacipoctpanenue metona
OrPaHUYCHO B CBSI3U C €T0 MHBA3MBHOCTHIO M HEOOXOMMMOCTHIO
CIEMATFHOTO TporpaMMHOro odecredeHust. K tomy ke MeTon
STA mompa3ymeBaeT UcCIeIOBaHNE TOIBKO MaJIbIX MOTOHEIPO-
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HOB, TaK KaK Habop noTeHuMantoB JIE MoxeT ocylecTBIsSThCS
JIMIIb TIPY JIETKOM MBIIIEYHOM COKpalieHuH. C 11eNblo YBeau-
YeHHus1 AMana3oHa MCCIeayeMbIX CIMHAIbHBIX MOTOHEMPOHOB
METO[I B OCJISAYIONIEeM ObLT MOAUMUIIPOBAH.

Meton STA MUNE ¢ nekomno3umueii (DE-STA) [32, 33] ocHo-
BaH Ha BBIIEICHUHN ITOoTeHIMa 0B J1E 13 nHTephepeHIIMOHHOIM
KPHBOIA, 3aIIMCAHHOM IIPH Pa3HOM CHJIe COKPAIIEHUS MBIIIIIHI.
Boinenenue noreHuuanos JE u3 nHTephepeHIMOHHOTO MaT-
TepHA (TEKOMITO3UIINS) TPeOYeT HAIMUMS CIIEUATBHOTO TIPO-
rpaMMHoOro obecrnieueHust. OgHAKO 3aMuch TIPU Pa3HOM cuie
COKpAIIEHHS MBIIIIB TI03BOJISET BKIIOYUTh B aHAIU3 ITOTEH-
uuansl JIE He ToNbKO MajbiX, HO U OOJBIIMX MOTOHEHPOHOB.
Takxe 3TOT MeTOA TpeOyeT MEHBIIMX BPEMEHHbIX 3aTpaT (Kak
npasuio, He 6osee 10—15 MuH).

Cratucrinyeckuii meton onenku kosmyectsa JIE (STAT MUNE),
paspabotannsiii J.R. Daube B 1988 1. [4; 34], oTHOCHTCS K Me-
toaaM nomarosoro uccienopanusi. STAT MUNE ocHoBaH Ha
MPEIIONI0XEHNH, UTO BapHaOeIbHOCTD BETMIMHBI MOTOPHOTO
OTBETa NP OJHOM U TOH Xe UHTEHCUBHOCTH CTUMYJISILIUU OT-
paxaeT HCOAMHAKOBOE KOJMYECTBO OTBETHBIIMX aKCOHOB U
cootBeTcTBeHHO JIE. CHOXHBIN CTAaTMUCTUUYECKUI alTOPUTM
OCHOBaH Ha IMPEATMOJIOXEHHUH, UTO TI0 Mepe YBEJIMICHUS MH-
TEeHCUBHOCTH 3JICKTPUUYECKON CTUMYJSINKM BKIIOYEHUE HO-
BbIX [IE 1 yBeIMueHre BeTMYMHBI CYMMApHOTO OTBETA OMMCHI-
BaeTcs pactpeneneHueM [lyaccona. MeToa 03BOJISIET YIeCTh
BIMsSIHUE (eHOMeHa anbTepHauuu Ha mokazatenu MUNE.
B Hauane wuccrenoBaHMsl BBHICTpaMBaeTCs KpHMBAasi 3aBUCH-
MOCTH aMILTMTYIbl MOTOPHOTO OTBETa OT MHTEHCHBHOCTH
CTUMYyJNa, KOTOpasi B HOPME COOTBETCTBYET pacIipeleeHHIo
ITyaccona (puc. 5). 3aTeM BBIOMpPAIOTCSI HECKOJBKO «OKOH»
C HaMOOJBbIIMMHU «CKaYKaMM» aMIUTUTYIbl TIPYM BO3pacTaHUU
TOKa, KOTOPEIE MPEAMOIOXUTEIFHO COOTBETCTBYIOT BKITIOUEC-
HUIO OMHOM Min HeckonbKux JIE, B ipenenax Kaxmoro «oKHa»
HEepB CTUMYJIMPYETCS MHOTOKPATHO TOKOM ONHOM M TOH Xe
MHTCHCUBHOCTH. TakM 00pa3oM, B aHAIM3 BKIIOUYAIOTCS KaK
MaJble, Tak 1 6ojbiive JE, uTo siBiasieTcss HeCOMHEHHbBIM Tpe-
umytiectBoM STAT MUNE B cpaBHEHUHM € OCTaTbHBIMU TO-
IIarOBBIMU MeTomaMu olieHKU Koaudecta JE. OgHako 310
MPEVMYIIECTBO CONMPOBOXAAETCS 3HAUYNTEIbHBIMU HEIOCTAT-
KaMU: TpeOyeTcsd Halu4yue CelUalIbHON TOBOJIBHO CIOXHOI
MIPOTpaMMBI CTaTUCTUYECKON 0OpaOOTKY TMOJTYyYEHHBIX TaH-
HBIX, 2 MHOTOKPATHAs 3JICKTPUIECKas CTUMYJISIINS TUCKOM-
(dhopTHa 17151 manueHTa.

MeTton olLIleHKU KOJIMYECTBA IBUrATEIbHBIX €IMHMII, OCHOBAH-
HbI/ Ha BbluKciaeHuu napamerpos F-BonHbl (F-wave MUNE)
OBLT pa3paboTaH B KaueCTBE albTePHATHBHOTO MeTo1a B 1994 1.
D.W. Stashuk ¢ coaBrt. [35]. Metonuka F-BonHbI, oqHa u3
JacTO TPUMEHSEMBIX B PYTMHHON MpPAKTHKE, 3aKTI0YACTCS
B CyIIpaMaKCUMAaJbHOM CTUMYJISLIMUA HEPBA C pErMCTpaLueit
MO3MHUX OTBETOB, OTPAXAIOIIMX DE3YJbTaT PETPOTPATHOTO
pacIpoCTpaHeHNs TOTEHIMAIa ACHCTBHUS TI0 MOTOPHOMY BO-
JIOKHY 1 BO3BPATHOTO BO30YKIEHUS OMHOTO MJIM HECKOJIBKUX
MOTOHEMPOHOB CIUHHOTO Mo3ra. [Ipexmosaraercs, 9ro cyo-
MakCUMaJlbHass CTUMYJISLUS MPUBOAUT K BO3BPATHOMY BO3-
OyXIeHUI0 00BIYHO OHOTO MOTOHelpoHa. [TocnenHee u er-
10 B ocHoBy Metona F-wave MUNE. Jlng ouenku JIE Heps
cTumyaupyetcss MHorokpatHo (no 300 pa3). 13 Bceit BbIOOD-
ki F-BomH 0TOMpaloTcs MAeHTUYHbIE APYT APYTY, PEeIIoa0-
KUTENBHO TMpeAcTaBisiionue codoit otBeT ogHoit [IE. Janee
BBIYMCIISICTCST CpeqHss aMIuiuTyna oxHoit JIE m KoimdecTBo
JBUTATEJbHBIX €IUHMII OOBIYHBIM AJISI OCTAJbHBIX METOIOB
obpasom.
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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 BHIGHPAIOTCH HECKOJIBKO «OKOH» € HANOOMbIIMMHE
CKAYKAMH AMILTATY/] OTBETOB TMPH MOCTENEHHOM TIOBHINIEHHH WHTEHCHB-

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

B
nosyyennbix Janubix B nporpamme 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”

MUNIX (motor unit number estimation index) — UHIEKC OLIEH-
KM KOJIMUECTBA JBUTATebHBIX eIMHUI] pa3padoTtaH B 2004 T.
D.S. Nandedkar ¢ coaBr. [36, 37]. DT0 OOMH 13 CaMBIX MOJIOIBIX,
HO OBICTPO HAOMPAIOIINIA TOMYIAPHOCTh M aKTHBHO IPUMEHS -

eMblil MeTo/ KosyecTBeHHOM oLieHKU [IE B KInHUYecKux uc-
nbITaHusIX [38—41], 4To 00YCIOBIEHO JIETKOCThIO BBIMOJTHEHUS
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Puc. 6. Meron MUNIX
A-—mHa n%oﬁ Tpacce MpeACTaBleH MaKCMMaIbHbIi M-oTBeT, moJy-

vennblii ¢ APB npu crumyasiman cpeaunnoro Hepsa. Ha HIDKHEX cemu
Tpaccax Moka3aHbl 3amiucH MHTepdepeHImonHHOr0 naTrepia ODMI, 3a-
PerucTPUPOBAHHBIE TEMH JKe HAKOKHBIMU JJIEKTPOJAMH HA Pa3HOil CHie
TPOU3BOJILHOTO COKPAIIEHHSI.

B — perpeccuoHHas KpuBasi, 3KCTPANOJIMPOBAHHASL 10 MHHHMAJIBLHOIO
3HAYEHHsI, IPH KOTOPOM COLIACHO «MI€AJbHOI Mojeu» HHTepdepen-
HVOHHDIA MATTEPH TeOPETHYECKH MPEACTABISIET CO00ii MOCIeN0BATENb-
HOCTb NMOTEHIUAIOB PAOOTAIOMUX, HO He MEPEKPHIBAIOIIMX JPYT Apyra
JE. B nannom npumepe unnekc MUNIX pasen 151. Borancisiica Takxke
nokasareb MUSIX (=77uV), nonyyennbiii neiennem M-oTBeTa Ha HH-
nexc MUNIX. [lannblii mapaMeTp MOXKeT KOCBEHHO OTPAXKATh CPEIHION0

aMILTMTYAY 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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METOIVKN ¥ MUHUMAJIBHBIM TUCKOMMOPTOM IJIsl TalHeHTa,
COYETAIOIIMMMUCS C BBICOKUMM TOKA3aTeNsIMU BOCTIPOM3BOIM-
Moctu [42—44]. BHauase BBITIONHSIETCS] PETHCTPAIUS MAKCH-
MajnbHOTOo M-0TBeTa B MPOEKIMYU IBUTATEIbHOM TOUKU MBIIII-
161, 3aTeM TeMU Xe HAaKOXHBIMHU 3JIEKTPOAAMK BHITIONHSETCS
peructpanus uHTepdepeHIIMoHHoro narrepHa OMI Ha pas-
HOI1 cHJle TIPOM3BOJILHOTO COKpallieHus. Beibupaiotes ot 6 10
10 smox (mmTtembHOCTHIO 300—1000 MC) B Mrama3oHe OT M-
HUMAJILHOTO 10 MaKCUMAJIbHOTO COKpallieHus. [lanee BbicTpa-
MBAETCSI PETPeCCOHHAs KpyBast (pHC. 6) TT0 MoKa3aTeIsaM Iio-
M1 ¥ MOIITHOCTH MOTOPHOTO OTBETA 1 3apETUCTPUPOBAHHOTO
nHTepdEPEHIIMOHHOTO MaTTepHa MPU Pa3HOU CUJIe U30METPHU-
4yeckoro cokpamieHus. [1o maHHBIM perpeccHy BHIITOTHICTCS
SKCTPAMOMSALMS 10 HEKOTOPOrO BbIOPAHHOT0 MUHMMAJbHOTO
3HAUCHUS, TIPH KOTOPOM COTJTACHO «MICaTbHON MOIEIU» MH-
TepdepeHIIMOHHAsS KpUBasi TEOPETMYECKU IPEACTaBIsIeT CO-
601 MocnenoBaTeNbHOCTh MOTEHIIMAIOB Pa0OTaIONINX, HO HE
MEePEKPBIBAIOLINX IPYr Opyra JBUraTeNbHbIX eOuHUL. [lyrem
JeNeHUsT aMIUTUTYIbl MakCMMaJdbHOTO M-0TBeTa Ha MHAEKC
MUNIX BelumcasieTcss Apyroil mokaszareib, KOTOPBIA Ha3bl-
BaroT MUSIX. /laHHBI mapaMeTp MOXeT KOCBEHHO OTpaXaTb
cpenHiol0 ammutyny noreHuuanoB AE. Takum obpasom, B
cIyyae IOpaXeHWM MOTOHEHMPOHOB M IIOCICAYIOIIEH KOJUIa-
TepaJbHON peMHHEpBAllMM Mbl MOXeEM OXHAATh CHYDKEHMS
nnagekca MUNIX ¢ ogHOBpeMEHHBIM yBEJIMYEHMEM aMILIv-
Tyabl otaenbHbIX A E, 4To 10KHO 0TpaXkaThCs Ha YBETUYSHUU
mapamerpa MUSIX. HecMmoTpst Ha KaXyIIyrocsl CIOXHOCTb,
AITOPUTM MHAEKCa He TpeOyeT CreluaabHOrO MPOrpaMMHOIO
obecrieueHns, BOBMOXHO TIOCTpoeHe GOpMYJ U BHIYMCIEHIE
B nporpamme Excel. C moMolIbio JaHHOTO METOAa BO3MOXKHA
olieHka Koaudectsa AE B mo6oi Mblliie, ¢ KOTOPOi MOXHO
MOJTYIUTh MAKCUMATBHBI MOTOPHBIN OTBET IPU CTUMYJIALIAN
nHHepBupylolero ee Heppa. [Mokazarens MUNIX siBnsiercs He
a0bcooTHOH onleHKo# KoauyecTsa [IE, a MHIEKCOM, KOTOpBIi
MIPONIOPLIMOHANEH KOJINYECTBY coxpaHHBIX JIE.

B aTOM pasnene MBI IpencTaBWIIN JINIIb HanOoJIee M3BECTHRIC
9IeKTPOGU3UOIOTMYECKUEe METOIbl OlieHKU KomuyecTtsa JIE.
B Hacrosmiee BpeMst pomoIKaeTCsl OMCK HOBBIX CITOCOOOB
U METONOB TaKOW OILCHKM. B yacTHOCTH, K HMM OTHOCHUTCS
meton CMAP SCAN, npencrasnennsiii B 2016 . H. Bostock
[45]. HenaBHO OmyOIMKOBAaHBI PE3YNbTaThl MCCIAETOBAHMS C
npuMeHeHneM 3Toro Metoga rpu BAC [46], cormacHO KoTo-
pbIM uyBcTBUTENEHOCTh MeToga CMAP SCAN mpeBocxomut
qyBCTBUTENbHOCTh MeTonoB MPS u MUNIX. HeoGxonumel
nocaenyromue uccnenopanus rexHonornu CMAP SCAN, oc-
HOBHBIM OTPaHUYCHHEM IIMPOKOTO PACIPOCTPAHEHUS KOTO-
POIl MOXET SIBUTHCS HEOOXOAUMOCTh YCTAHOBKHU CIICIATBHO
pa3paboTaHHOM MporpaMMbl aHanu3a Konunuectsa J1E.

Onpit npumenennss MUNE B KinHiyecKoil npakTuke

OpnHo#t u3 mepBbix objacteit nmpumeHenuss MUNE sBunach
npobneMa crapeHus. YeM oOBSICHSAETCS CHIKEHNE MBITIEYHOI
cubl? Tonbko MUIIb aTpOPUICCKIMU TIPOIIECCAMU, CHIDKE-
HUeM MblieyHoi Macchl? KpoMe Toro, mockoibKy MHOTHE 3a-
0oJeBaHMS HEPBHOM CHCTEMBI IeOIOTHPYIOT B OINpeIeICHHOM
BO3pacTe, HeOOXOAUMO OBLIO MMETh pedepeHTHbIE 3HAUCHUS
JUTA KaXoW BO3PACTHOU Tpymmbl. MccmenoBaHus ToKa3aim,
yto, 1o faHHbIM MUNE, n3MeHeHus1 BO3HUKAIOT HE TOJIbKO
B MBIIILAX, HO CHIXAETCS TaKXKe U KOJUYECTBO (DYHKIIMOHM-
PYIOIIMX IBUTATEIBHBIX SOMHMUII; TIPU 3TOM HamOoJee apama-
THYECKOE CHIDKeHMe TpoucxomuT mocie 60 ner [31, 47-50].
3HauuTenabHee cTpanaoT oonbinve JIE ¢ 6picTponpoBoasimumu
AKCOHAMU, YTO MOXET O0BSICHUTD TAKXKE CHIKCHUE CKOPOCTEi
MpoBeAeHUs ¢ BozpacToM [51] .

56

Ha cerogHs mumeercst GoJblioe KOJMYECTBO MyOJIMKALMKA O
npumeHeHun MUNE npu paziuyHbIX HEBPOJOTMYECKUX 3a-
00JIEBAaHMSX, B TOM UKCJIC HE CBSI3AHHBIX C TIOPaKEHUEM MO-
TOHEHPOHOB CITMHHOTO Mo3ra. OmHaKo Haubosbliee Komuye-
CTBO padoT nocpsueHo npuMeHeHnto MUNE y mauueHToB ¢
BAC [52—59], uTo HeynuBuUTEIbHO, TOCKOIBKY BAC siBIsieTcst
JIy4IIei MOfieJIblo ISl MCCeA0BaHUS THOEIN MOTOHEHPOHOB.
ITokazaHa BEICOKASI CTETIEHD KOPPEIISIINM MEXKTY KITMHAYESCKH-
MU TIPOSIBICHUSIMU TIOpaKeHUSI MOTOHEHPOHOB U U3MEHEHHUEM
MUNE B pa3BepHYTbIX cTaausx 3aboneBanus. [Ipu 3ToM Ha
paHHux 3Tanax 3abonesaHus Metoasl MUNE moka He moxasbi-
BalOT JI0CTATOYHYIO YYBCTBUTENLHOCTD, YTOOBI paCCMaTpUBaTh-
s B KaueCTBE JOIONHUTEIBHOTO KpuTepus muarHoctuku bAC.

[MpeampuHUMAIOTCS Pa3IMYHBE TOIBITKA JOKIMHIYECKON
quarHoctukn BAC, B ToM uucie ¢ MpUMEHEHUEM 3JIEKTpPO-
(dusmoornyeckux Metoos [61]. PaHee ¢ 310l 1ienbio Mccie-
JIOBAHBI Pa3IMYHBIC TTApAMETPhl KOMIMYECTBEHHOM UTOThYATOM
OMTI, mxutrepa [62—64]. B 2002 1. A. Aggarwal u G. Nicholson
O00HApYXIIN TOKJIMHUYECKUE U3MeHeHus mokasaTeneii STAT
MUNE y Hocureseit myrauuu B rene SOD1[64]. B 2016 1. ony0-
JukoBaHa pabora C. Neuwirth ¢ coaBT. 00 U3MEHEHUSIX MO-
kazareneit MUNIX B kiMHMYecKM He MOpaxKeHHBIX MBILIIAX
y nauueHToB ¢ BAC 3a 12 Mec 10 MosiBIEHUSI CUMIITOMOB UX
nopaxeHus [65]. Pesyabrarel 5TUX MCCIEIOBaHUIA B OYIyIIEM
MOTYT ObITh MIPUMEHEHBI TPU pa3padOTKe MPEBEHTUBHBIX Me-
POTIPUATUH.

Haubonbiiumit uHTEpeC ceroHs NpeacTaBsSIOT METOABI OLIEH-
Kku konuyecta JIE B AnHaMuke npu npoBeAeHUM KIWHUYE-
CKUX MCTIbITaHUI mpenapatoB mis jedeHus: bAC. Iloacuer
KonuuectBa JIE saBisercss omHUM M3 BaXHBIX MOKazaTesneit
MpOrpeccupoBaHusl 3a00J1€BaHNs, TIOATOMY METOJBI, T03BO-
JISTIOTINE KOJMMYECTBEHHO OIEHUTh AuHAMuKy rubemu JIE,
MPUBJEKAIOT BHUMAaHMUE HCCleoBaTeNell 1Mo BCEMy MUPY.
Ewe 20 ner nazan K. Felice [9] omyGaukoBan paboty mo
CPaBHUTELHOMY aHANM3y KIMHUYECKUX U 3IEKTPODU3NO-
JIOTMYECKUX MoKazareneil y nauueHToB ¢ bAC B nuHamuke
u nokazan, yto MUNE (a umenHo MPS MUNE) saBnsercs
YYBCTBUTENbHBIM METOOM OLIEHKM MPOTPEeCCUPOBAHUS 3a-
6oneBaHus. CpaBHUTENbHBIE UCCIETOBAHUS TEMOHCTPUPYIOT
B 1I€JIOM JOBOJBbHO 0JM3KKME 3HAUYEHMS BOCTIPOM3BOIMMOCTHU
JAHHBIX, TOJYYEHHBIX pa3HbIMM MeTomukamM MUNE [1],
MO3TOMY OCHOBHBIMM KPUTEPUSIMU BBIOOpA MeTONA IS TIPU-
MEHEHHUS B TIPAKTUKE SIBJISIIOTCS JIETKOCTh, OBICTPOTA BBITION-
HEHHUSI W TIEPEHOCUMOCTh MCCIIENOBaHMS MallMeHToM. B Ha-
cTosiliee BpeMsi Haubosiee MOAXOASIIUM «KaHIUIATOM» ISt
yKazaHHoii uenu npencrapisiercss metoq MUNIX, yem 06b-
siIcHsIeTCs 0oJIbllIoe KoinuecTBo ucciaenoBaHuit MUNIX mpu
BAC B mocnennue rogsl [39, 42, 43, 66—71].

MoxHo oxupath cHXeHMs mokaszateneit MUNE mpu mopa-
’KEHUM MOTOHEWPOHOB J1000i 3THoN0rMK. PaboT mo konuye-
cTBeHHOI otieHKe I E npu ciiHAbHBIX MBIIIEUHBIX aTPODUSIX,
TOJIMOMUENTUTE, UIIEMUYECKUX TTOPAXEHUSIX CIIMHHOTO MO3ra
3HAYNTENbHO MeHble, yeM rmpu BAC. B pamkax criHaibHOIM
MBILIEYHO! aTpoduu MpelcTaBseT WHTEpeC OIpeaeeHNe
komuectBa IAE y mereii [72—74]. Otmeueno, yto MUNE xo-
poLIO MEPeHOCUTCs NeTbMU U AAeT Oosblie WHGOpMALUU O
COCTOSIHUM HEPBHO-MBIIIEYHOTO ammnapaTa B CpPaBHEHUM C
JPYTUMU 3JIeKTpodusnonorndeckumu Metonamu. Hecmotps
Ha 0Oojiee BBIPAKEHHOE KIMHUYECKOE MOPAXEHHE MPOKCU-
MabHOM MycKynatypbl, mokazatenn MUNE cHuxawoTcs u
B IUCTAIbHBIX MBIIILAX KOHEUHOCTEeH [72]. Y MiameHueB u3-
MeHeHuss MUNE He Obuid 3aMKCUPOBAHBI 0 MOSIBICHUS
KJIMHUYECKUX CHMITOMOB, OIHAKO 3aMEYEHO DE3KOE CHHU-



TEXHONOTM

KeHMe Tokasartesieil 6onee yeM Ha 90% B TeueHue 1—2 mec
ot ae0toTa 3a0oneBaHus. OTMeuaeTcs 0ojiee BbIpaXKEHHOE U3-
MeHeHue Konndectsa IE npu CMA | Tvma u MeHee BbIpaXeH-
Hoe nmpu CMA 2 u 3 tunos. UccrenoBanue MUNE npu criu-
HaJIbHO-0Y/Tb0apHOM MBIIIeYHOM atpoduu [75, 76] mokasano
BITOJTHE OXX1aaeMbie u3MeHeHMsI: mokazareau MUNE meHsttoT-
CSl B COOTBETCTBUM C KIMHUYECKUMM TPOSIBICHUSIMU M MOTYT
ObITb OOHAPYXEHBI 10 CHUXKEHUSI aMILTUTYIbl MOTOPHOTO OT-
BETa, B CBA3M C YeM BBICKA3aHO MPEATIONOKEHIE O BOZMOXHOM
npumeHeHud MUNE B olieHKe TeueHus 3a00JieBaHMs elle B
HaYyaJIbHOM €T0 CTAIMH.

MeTonpl KOMM4ecTBeHHOM oleHKM JIE HaXomsaT mprMeHeHue
He TOJIbKO ITPH 3a00JIeBaHMSIX, CBSI3AHHBIX C TOPaXKeHUEM MOTO-
HelipoHoB. CymiecTBytoT myoavkanuu o npuMeHeHnn MUNE
MIPY HACJIEACTBEHHBIX [77] M ayTOMMMYHHBIX TIOJIMHENAPOTIATH -
sx [78, 79]. Ipu 3Tux 3aboneBaHUSIX U3MEHEHME TToKa3aTeNeit
MUNE, 6e3ycnoBHO, He CBSI3aHO C TIOPaXXEHUEM Tell Helpo-
HOB, a MOXET JIMIIb OTPaxaTb CTENEHb MOPaXEeHUSI aKCOHOB
pa3IMYHOI 3THONOTMU. B yacTHOCTH, Hab/IOfeHNE 3a AMHA-
MMKOM BOCCTAHOBJICHUS IIPU OCTPOM MOTOPHOM aKCOHAJbHOMI
HelipornaThu MoKa3ano, YTO Ha paHHEM STalle YBEIUYUBACTCS
aMIUIATYa AMcTaabHoro M-otsera, Torma kak nHaekc MUNE
HauMHaeT yBeJMYMBAThCS TOpa3io IMO3Xe, YTO, M0 MHEHUIO
aBTOPOB, TOATBEPXIAeT KOJUIATCPaIbHYI0 MHHEPBAIMIO KaK
PaHHUI MEXaHU3M BOCCTAHOBJICHUS C pEreHepalueil HepBa Ha
no3aHux stanax [80]. B xone uccienoBaHuM MaMEeHTOB ¢ 60-
ne3nbio [lapko—Mapu—Tyta aBTOphHl 00paTUIM BHUMaHKE Ha
cHmxeHue konuuectsa JAE, no nanueiv MUNE, y mauueHToB
C TUIIOM 1A, 9TO CBHIETENIBCTBYET, 10 MX MHCHHIO, O HATMIUN
3HAYUTEJIbHOTO aKCOHAJIBHOTO MOPaXKeHUsI Y 3TUX MallMeHTOB
[81—83]. B nmpoBeeHHOM Y MalMEHTOB C 1MabeTUUECKON Heli-
ponatueit uccienoBaHuu MUNE Takxe oOHapyXeHO CHUXe-
Hue koauuectBa JE, ofHaKO 1LIEHHOCTb MCCJENOBAHUS 3TOTO
MoKa3aTess B IMHAMUKE TI0Ka MO BOTIpocoM [84].

B psime pabot mpu cuHapoMe KapriaabHoro KaHana |14, 18, 85,
86] moxazano cHikenue nokasareass MUNE, B oqHo# 13 HUX
MpoBeeHa Mapajuiesib MeXIy AAaHHBIMU 3JeKTpOo(U3MO0TIOrU-
YeCcKOii OLIEHKH U yIBTPa3ByKOBOIo UcciaenoBaHus [87] .

B cBoe BpeMsT Ha OCHOBE MO HA XKMUBOTHBIX ObLIA BEIIBH-
HyTa TMIIOTe3a O BEPOSITHOM HEMPOTreHHOM BKJIaNe B KIMHUKY
MBIIIEYHOM AucTpoduu JrolreHHa, U TIepBbIe MCCIIOBAHIS
¢ npumeHeHreM MHKpeMmeHTanbHoro MUNE, ka3asocsk, nom-
TBEPAMJIN 3Ty THIIOTE3Y, ITOKa3aB CHIDKeHMe KonmmdecTsa JIE.
OmHako TocyIenyolee TIATeIbHO MPOBEACHHOE MCCIIEN0Ba-
Hue [20] mokasano, 4To BbIBOJ OIIMOOYEH, MOCKONBKY 0a3u-
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MeToppl OLIEHKM KONMYECTBA ABUraTENbHbIX EAUHNL

pOBaJICSl HAa HEJOCTaTKaxX BhIOpaHHBIX KpuTepues otoopa JE,
KOTOpbIE He YYMThIBaIU HU3KoaMILiuTyaHble [11E; pe3ynsra-
Thl MPOBENEHHOINO aHaau3a MpobJeMbl MOATBEPAUIM, TaAKUM
00pa3oM, MepPBUYHO-MBIIIEYHBIN XapaKTep MOpaXeHuUsI.

Hccnenosanue y maueHTOB C MPEANoaaraeMoi moauHenpo-
natved ¥ MUOMaTUei KpUTMIECKUX COCTOSTHUI MOKa3aJio, YyTo
CHIDKCHIE aMIUIUTYIB M-0TBeTa CONMPOBOXIACTCS CHIXKCHH-
eM cpenHeit ammuutynb [11E 6e3 3HauMMoro CHuXXeHusI moka-
3atenst MUNE [88], 4To roBOpUT B MOJIb3y MPEUMYLIECTBEHHO
MHOTEHHOT'0 XapaKTepa IOpaXeHUs Y TAKUX TTalUEHTOB.

Y HEKOTOpHIX TAIMEHTOB ¢ ILIepeOPaTbHBIM HHCYIETOM, II0
JaHHbIM DMI, oOHapyXuBalOTCsA MPU3HAKU AE€HEpBalMM, UYTO
MOXET YKa3bIBaTh Ha COIYTCTBYIOIIEE BOBICUCHNE TAKKE HITK-
Hero MoToHelpoHa. B pabotax ¢ ucnonszopanueM MUNE no-
Ka3aHo, UTO Y TAKMX MAllMeHTOB CHUXAETCS KOJMYECTBO (PyHK-
mmonupytomux J1E [15, 89]. [To MHEHMIO HEKOTOPBIX aBTOPOB,
cHikeHue [IE y O0IbHBIX ¢ 1IepeOpaIbHBIM MHCYJIBTOM MOXET
OBITh PE3YNBTaTOM TPAHCCUHANITHICCKON OereHepalli CITH-
HaJIbHOTO MOTOHEMPOHA.

3akmouenue

C momeHTa niepBoit myonukaimu A. McComas B 1971 ., nipen-
JIOKMBILETO TTPOCTOM, Ha TIEPBBIN B3IJISAM, AJTOPUTM KOJM-
yectBeHHOM oueHku [IE, mpoiineH ponruii myts. MeTomoB
MUNE crano HamMHOro 0oJjblie, 0OOHaKO MOUCKU «CBSITOTO
Ipaansg», kax mucan eme B 2007 . J.R. Daube [90], mpomoin-
KalOTCsl, COBEPILCHCTBYIOTCS CTaphle U MPeAiaraloTcsl HOBbIE
Mmetonuku. K HacTosIeMy BpeMeH! HaKOTUIEH OOJTBILION OTBIT
uccnengoBanuss MUNE nipu pa3iauyHbIX HEBPOJOIMYECKUX 3a-
6oneBaHusix. ObmacT NMPUMEHEHUS METONA PACIIUPSIOTCS,
TIOSIBJISTIOTCSI HOBBIE TaHHBIE O BO3MOXXHOM BTOPMIHOM BOBJIC-
YeHUU HIKHET0 MOTOHEpOHa B aTOJIOTMYECKUIA TIPOLIECC PU
MOPaXEeHUSIX HEHTPATbHON HEPBHOM CHCTEMEL. 3a MOCIeIHUE
TOJIbI MOSIBUIIMCH HOBBIE MHOTOOOEIIaoIINE, O0Jiee TOYHBIE 1,
YTO HEMAJIOBAXHO, MEHee TpyaoeMKue crocodbl moacyeta JIE,
YTO COBIIAJIO TI0 BpeMEHH ¢ (POPMHMPOBAHUEM 3aIIpoca Ha O1o-
MapKepbl MpPOrpecCMpoBaHMsl 0OJIE3HM IBMTaTeJIbHOTO HEM-
poHA U1 OLICHKW 3(M(EKTUBHOCTH HOBBIX TEPAIIeBTUYECCKUX
TeXHOJIOTHI1. BeposiTHO, Mbl OUeHb OJIM3KO MOAOILINA K MOMEH-
Ty, Korga “MUNE comes of age” [91], u B Omxaifiee BpeMst
Hac OXHIaeT 3HAUYUTEbHBI POCT KOJMUYECTBA MCCICIOBAHUIA
¢ npuMmeHeHueM TexHomorun MUNE.
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KIMHUYECKU PA3BOP

ATreHe31 s MO30JMCTOrO Tea,
acCCOLLMMPOBaHHAa
C HACJEeACTBEHHBIMU CUHIPOMaMU

0.A. Munosanosa'?, T.IO. Tapakanosa', 10.Bb. IIponnuesa!, JLII. Kataconosa?, C.X. buye-Oox?, T.D. Bopoxouesa’

IQIBOY JITIO «Poccuiickas MeOuyuncKas axademus HenpepbieHoeo npogheccuonanbioeo obpazosanus» Munzdpasa Poccuu, Mockea, Poccus;
’I'BY3 Jlemckas eopodckas kaunuveckas Goavhuua um. 3.A. bausesoit lenapmamenma 3opasooxpanenus lpasumenscmea Mockest, Mockea, Poccus

Aeenesus mosonucmoeo meaa (AMT) obHapyxcugaemcs npu yepeGpanbhbix duceene3usx, AcCOYUUPOBAHHBIX ¢ PAUMHBLMY HacaedcmeerHbiMu cudpomamy. Ona
MPAoUUUOHHO NOOPA30eASeMCs HA MOMAALHYIO (OMCYMCMBYIOM KOMUCCYPAAbHble 80A0KHA) U NAPYUAALHYIO (A2eHe3Us POCMPAAbHBIX U KaYOaAbHbIX 0MO0es08
mozonucmoeo meaa). AMT modicem scmpeuamvcs U30AUPOBAHHO UAU 8 COMEMAHUY ¢ OPYeUMU NOPOKAMU PA3GUMUS 201061020 Mo3ed. H30auposanHble Hapyule-
HUSL MO30AUCIN020 MeAd KAUHUMECKU MOZYM He NPOSGASMIbCS, MO 3HAUUMEAbHO 3ampYOHsem caoespeMenHyio duaeHocmuky darroil namosoeuu. Hanuue AMT
Moicem Gbimb HOOMEEPIHCOeHO OGHHBIMU PA3AUYMHBIX MEMO0006 HelposU3YatU3aUUY, 6KAIOHAS NPEHAMAAbHOE YAbMPA36YK080e UCCAC008AHIUe 20108HO20 MO32d.
B nacmosweti cmamve npusedenvi 0a cobcmeeHHbix KauruMeckux Hadarodenus nauuernmos ¢ AMT, accouuuposartoii ¢ HacaedcmeerHbiMU cundpomamu. B oonom
cAyuae UMeA0 MeCHo OMHOCUMeAbHO 0/1a20npUsmHoe meveHue 3a001e6aHUs, 8 0py20M — ORUCAHA MANCeAds MAAOCHHECKAs hopMa ¢ AemanbHbiM UCX000M, ¢ Hped-
cmasneruem 0emanbHbix OaHHbIX aAyMoncuu u Mopgoaoeuteckoeo uccaedosanus mosed. Ocoboe sHUMAHIUE YOeAeHO 8ONPOCAM AHAAU3A KAUHUMECKUX (DeHOMUNOS,
RPUNICU3HEHHOLL U NOCMOPMAAbHOL QUazHOCHUKe 00Ae3HU.

KimioueBbie c10Ba: acenesus, Mo30aucmoe meao, KAUHUHeCkas MaHugecmayus, HaciedcmeeHHble CUHOPOMbI.
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.
DOI: 10.18454/ACEN.2017.2.9

Bsenenue B cBs131 ¢ OTCYTCTBUMEM JOCTOBEPHOI MH(OPMALIIK O PACIIpo-

crpaneHHOCTH AMT OBOJIBHO CJIOXHO YCTAHOBUTH UCTMHHYIO
Moszomucroe teno (MT) siBiseTcs camoii KpymHOi KoMuUccy- YacTOTy BCTpeYaeMOCTH HacnencTBeHHbIX cuHapoMoB (HC),
PpajibHOM caiiKoii Mo3ra. AreHesust Mo3ouctoro tefa (AMT) — conpoBoxaatouuxcs popmupoanrieM AMT. [Inarnoctuka 3a-
XOPOILO W3BEeCTHas IiepeOpajbHasd aHOMAIMs Pa3BUTUSI — TPYAHSIETCS] HECTIEIU(UYHOCTBIO KITMHIUYECKUX CUMIITOMOB Ha
TIPECTaBNISAET COOOM OTCYTCTBME COEMMHEHUS MEXIY ABYMS PaHHMX CTAIKsX 3a00J€BaHUSI M HAJTMYMEM aTUITMIHBIX PopM
noJylapusiMu Mosra. B Hacrosiiee BpeMst BepuDULIMPYIOT 3abomeBanus. Yacrora AMT cocrasister 0,3—0,7% B o01eit
ToTabHYyl0 AMT (OTCYTCTBYIOT KOMHCCYpajbHbIE BOJIOKHA) nonyasiuu u 2—3% cpeau MHBATUIOB C yMCTBEHHO! OTCTAJIO-
u napiuanbayio AMT (areHesust pocTpaibHBIX U KayNaTbHbIX ctbio [1, 2]. AMT moxer Bctpeuarsesi mpu HC ¢ ayrocoMHO-110-
otnenoB MT). B coBpeMeHHOI MEIUILIMHCKOM IUTEpaType map- MUHAHTHBIM, ayTOCOMHO-PELIECCUBHBIM MU X-CLETICHHBIM
nuanbHylo AMT Hepenko Ha3bIBalOT aucreHesueit MT, omHako tunamu HacnenoBanus [3, 4]. C. Schell-Apacik u coast. [3]
KOppeKTHEe MCIIOIb30BaTh TEPMUH <«IapliMaibHasl areHe3ust omucan AMT y 29% nauueHToB ¢ YCTAHOBIEHHOH IeHeTHYe-
MT» [1]. ckoil maronorueit. CymiecTByeT 6osblioe pazHoobpasue HC,
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accolMMpoBaHHBIX ¢ AMT, BKitouast (pOpMBI C TOUKOBBIMU MY-
TallUSIMU B PEKUX TeHaxX [5, 6], CIOXHBIE UTOTEHETYECKIE
CUHIpOMBI | 7], MUTOXOHApUAbHbIE Oone3nu [§]. AMT omuca-
Ha MpY HACJEACTBEHHBIX MEeTa0OIMYECKUX 3a00neBaHUsIX (9],
60e3Hu [eHTUHrTOHA [ 10] M APYTUX HACTEACTBEHHBIX CUHIPO-
Max [11].

Bonbmmucteo HC, accoummpoBanubix ¢ AMT, gaBnsioTcs
MyJIbTUCHCTeMHBIMU. HeBponornueckue nposiBIeHUs y naiu-
eHToB ¢ AMT, 00ycnoBieHbl MPEeUMYIECTBEHHO COMYTCTBY-
Io1IEN 1LiepeOpaIbHOM MATOJOTUEH, Clyyau M30JMPOBAHHOM
TMaTOJIOTHHM MPaKTUYECKH OeCCUMITTOMHBL. B ciyyasix couetaH-
Horo mopaxenuss AMT npubausurensio B 35—40% obOHapy-
KeHbl aBuUrateabHble HapyieHus [12]. [To mHeHuto S. Santo
[13], 3amep:kKka IICUXOMOTOPHOTO Pa3BUTHA y AETeil paHHETO
Bo3pacta ¢ AMT cocraBisier okono 25—30%. Cpeau mapox-
CU3MAJIbHBIX HEBPOJIOTUYECKUX TMPOSIBICHUI y JeTel TepBo-
r0 roja XW3HU JOMUHUPYIOT MJafeHYecKue cymoporu [14].
M. Bedeschi u coaBt. [15] uccnemopanu 63 ciydas AMT B co-
YeTaHNM ¢ HEBPOJIOTMIECKIMU pacCTpoiicTBaMU (YMCTBEHHAS
OTCTAJIOCTb PA3TMYHOMN CTENIEHU 1 SIUJIETICHS), CPEAU KOTOPBIX
y 33% nanuenToB 661 moaTBepskaeH HC.

KT/MPT-npusnaku AMT BKJTIOYaI0T: HATMYME MEXTIOyIIap-
HOI KMCTHI, CMelleHue BBepX paciurperHoro 111 xenynouka u
crieniuuyeckie U3MeHeHUs1 (GOPMBI Tel OOKOBBIX XeTyl04-
KOB — TaK Ha3bIBaeMbIil CUMIITOM «yxBata» [16]. [IpeHatainb-
Hast MPT HaunOoJiee 1ocToBepHO MoATBepKAaeT Hannuue AMT
mwioza [17], moctHatanbHast MPT obnagaet mpeMMyIecTBOM B
nudbepeHInay COMyTCTBYIONMX BPOXICHHbBIX Liepedpab-
HBIX aHOManuit pa3putus [18].

Creuuduueckoe jgeueHue AMT orcyrcrByet. [lpu Hanuuum
y MAIMEHTOB SMIIENTUICCKUX MPUCTYIIOB KOPPEKLUS CYIO-
POXHOI aKTUBHOCTH HE OTJIMYAETCS OT TAKOBOI Y MAIIMCHTOB
¢ anunencueit 6e3 AMT [18].

IIporHo3 AMT 3aBUCUT OT HaJMYUsSI UM OTCYTCTBUS COMYT-
CTBYIOIICH IIepeOpaTbHOI MATOJIOTUU M CBA3aHHEBIX C HElf Mo-
pokoB pa3Butus [12, 19]. B ctpaHax, B KOTOPbIX 3aKOHOATE N b-
CTBO JIOMYCKaeT MpepbiBaHUe OepeMeHHOCTU mocie 20-i Hex
reCTalny, TIPOTHO3 HEBPOJOTMYECKOTO MCXOMa Y MAIMEHTOB C
AMT MoxeT urpaThb onpeaeasionyto pojb B pelieHUH BOpoca
0 TIPOIOJIKEHUH WM TIPePBIBAHNYT OepeMEHHOCTH.

B cBsI3M €O CITOKHOCTBIO TUATHOCTUKU COYETAaHHOTO TIOpaxe-
Hust MT, npencraBisieTcs 1e1ecoo0pa3HbIM IPEACTaBUTD OIM-
CaHWe IBYX MMAIMEHTOB, HAXOAWBIIMXCS IO HAIIMM HaOmoae-
HUEM.

Kminmueckue omicanng

Ilayuenm H., 3 roga 8 mec, HaOMIOMACTCS C 3aMePXKKOM TTCUXK-
YeCKOr0, peYeBOr0 M MOTOPHOTO Pa3BUTHS.

Anammue3 ycuznu u 3aboaeéanus. Manbuuk ponuics ot 3-i 6epe-
MEHHOCTH, MPOTeKaBlIel ¢ TOKCMKo30M B I Tpumectpe, OPBU
Bo II TpuMecTpe, 3amepxKoii BHyTpuyTpoOHOTro pa3puTus B 111
TpumecTpe. Pombl y MaTepu 2-e cpouHble, Ha 36-if Henene Te-
craru. OteHKa 1o ImKane Amnrap — 7/7 0aioB, Macca Tena
nipu poxaeHuu — 2050 1, anrHa — 47 cM, OKPYKHOCTh FOJIOBBI —
34,0 cm. B mepuone paHHell amanTanuu COCTOSHUE pebeHKa
Omke K TSDKeTOMY 3a cueT LiepeOpaibHON MIeMMu 1-ii cTe-
neHu (cuHapoM yraeteHust LITHC), apixateabHO#M HepocTaTou-
HocTH. [lo cocTosiHMIO 310pOBbsI PeOCHOK ObUT MEPEBEAEH B
OTHeeHNe peaHUMalMd ¥ MHTeHcuBHOHU Tepamuu (OPUT),
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e HaxXOOWICS B TeyeHMe 1-ii Hel XW3HHU, dajee HepeBedeH
B OTIEJNCHME ISl HOBOPOXAEHHBIX (1-i1 Mec XU3HM), Tomydan
HEeMPOMETa0O0INIECKYIO U COCYAUCTYIO TEPAITHIO B BO3PACTHBIX
JI03MPOBKaX, ObUI BBIIKMCAH IOMOM ¢ yayuiieHreM. Ha epsom
TOfly XM3HM MaJbuMK Pa3BUBAJICI C 3aJEPXKON MOTOPHOTO,
MICUXMYECKOTO 1 PEYEBOr0 Pa3BUTHs CpeaHel cTeneHu. [lomy-
YaJI TIOBTOPHBIC KYPCHI BOCCTAHOBUTEJIBHOTO JICUeHHMs (TTaH-
ToraM — 2 T/CYT, TaMMaJIOH — 2 I/CyT), OOLIECYKpPeIUISIOMINi
Maccax, JJ®K, Tepanuio mo meTonrke Boiita, ¢pusnorepanes-
THYECKUE MEPOTIPUATHS (030KEPUTOBBIC ATITIMKALIAH 1 JID).

O6sexmueno: XOXHBIC TTOKPOBBI YKMCTHIE, MATBYMK MOHVKEH-
Horo muTanus. @opma yepemna ruaponedansHas. 3yosl: 8/8.
I'yGoko mocaxeHHbIE I71a3a, OTTOIBIPEHHbBIE YIIIM, KOPOTKas
Ires, KpRUIOBMIHBIC CKIIAOKM Ha Imee. B Ierkux mpixaHue Imy-
3pUJIbHOE, XPUTIOB HeT. TOHBI cepilia sSICHbIe, PUTM TPaBHJIb-
HBIA, CHCTOMMYECKUI IOyM IIPOCTYIIMBAeTCS Ham Bcell 00-
Jlacthio cepaua. KuBOT Msrkuid, 6e300/e3HeHHbINA. [leyeHb,
cene3eHKa He yBenuyeHbl. HapyXHble onoBbie opraHbl chop-
MEPOBAHBI IT0 MYXXCKOMY THITY.

Heepoaoeuneckuii cmamyc. B co3HaHuM, Ta3Hble 1IEIN paB-
HBIE, 3pauKM OKPYIJIOi (HOPMBI CpelHei BeJIMYMHBI, PaBHBIE,
aJIBTePHUpYIOIee  CXOAsIeecss Kocoriasue, (oropeakimu
KWBBIC, JIUIIO CUMMETPUYHO, OYyIbOApPHBIX HAPYIICHWIA HET.
JuddysHasg mbiieyHas runotoHust. CyxoxXuabHble pediek-
CBHl CHMMETpPHYHEIE, cpemHell KMBOCTH. MOTOpPHBIE HABBIKH:
CaMOCTOSITEIbHO CUINT, M0JI3aeT Ha YETBEPEHbKAX, XOIUT Ca-
MOCTOSITENIBHO C TIOAIEPKKOI 32 ofHy pyKy. OlieHKa TIIo0ab-
HBIX MOTOpHBIX (yHKUMi 1o mkane R. Palisano (GMFCS):
1-1 ypoBeHb. Briciie Mo3roBbie (YHKIMNU: peOEHKY TOCTYITHO
MOHUMAHKE TTPOCTHIX WHCTPYKIMIA M CUTYaTHBHBIX BOIIPOCOB.
Hapyiiensl BocnipusiTue, MHTEpPMpeTalysl U Jorudyeckas Imo-
CIIeIOBATEIbHOCTD CIOXKETHBIX KAPTUHOK; HAPYIICHBI PETYIIs-
TOpHBIE M AMHAMUYECKHE KOMIIOHEHTHI MTPOBOM AESATENBHO-
ctu. B peueBoii cdepe OTCYyTCTBYET MOHMMAHKE Pa3BEPHYTHIX
BBICKA3bIBAHUM, CIOXHBIX TpaMMaTHYECKUX KOHCTPYKIIMIA.
CobOcTBeHHas1 peuyb MpelcTaBieHa OTAEIbHBIMU TMPOCTHIMU
crnoBamu, (hpazoBas peub He chopmupoBaHa. OIEeHKA MICHXO-
pedeBoro pa3sutus o mkane M.A. CkBopuosa — 70 6aj110B, uTo
COOTBETCTBYET CPEIHEN CTETICHN KOTHUTUBHBIX PaCCTPOMCTB.

Jlannvie uncmpymenma.vHvix u 1a60pamopHbix
Memo0oe o0caedosanus

Heiipoconoepaghus: B KOpOHAPHOM TIIOCKOCTH OIPEACISTIOTCS
LIAPOKO PACIONOXKEHHbIE MEPEIHUE POra OOKOBBIX XKETyI0Y-
KOB, HAPYXXHBIN Kpail MX BOTHYT, ITOJIOCTh TPO3PAvHOI Tepe-
TOPOIKM HE BM3YaIM3WpPyeTcs. B carmTTalbHON IUIOCKOCTH:
MO30JIMCTOE TEJIO0 HEe BU3YaIU3UPYETCS, OTMEYaeTcs Beepo-
o0pa3HOe OTXOXAeHMEe 00po3. 3aKiIoYeHNe: TOTAIbHAs are-
He3KsI MO30JIMCTOTO TeJa.

Ixokapduoepagus: BpOXIEHHBII MOPOK cepria (T1eheKT MexX-
XeJTyT0YKOBOH TIEPEropoaKHu).

Y3U enympennux opeanos: aHomanus HOpMbl U yBeJIMYEHHE
Pa3MepoB XKeTUHOTO My3bIpst. PoTamus mpaBoii IOuKy.

Koncynomayus okyaucma: MMOTIMYECKMI acTUTMATH3M, IOpa-
KEHUE 3PUTEJIbHBIX IPOBOAALIMX MYTEH ¢ 00EUX CTOPOH.

DIl 6 cocmosnuu 6odpcmeosanus 6 dunamuxe: (B BO3pacTe
10 Mec 1 3 roza): Ha coHe 3aaepKKU HOPMUPOBAHUSI KOPKOBBIX
PUTMOB TUITUYHOM AMUNENTU(HOPMHON aKTUBHOCTH HE 3apeT-
CTPUPOBAHO.
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Penmeenoepagus xosennvix cycmaeos, kucmeii (1 200 11 mec):
ocreonopo3. KocTHbIif Bo3pacT 12 mec.

Lumoeenemuueckoe obcredosanue (Meduko-eenemuueckuii Ha-
yunoili yenmp): kapuotun 46XYdub (8)(p23.1p21.3). 3akmoue-
HUE: XPOMOCOMHBIi CHHIPOM, YaCTUYHAS TPUCOMUS 8.

Kaununeckuii duaenoz: XpoMocoMHasi 60J1e3Hb (YaCTUYHASI TPU-
comus 8p). BpoxmeHHBI ITOPOK pa3BUTHS TOJIOBHOTO MO3Ta:
TOTaJIbHasl areHe3usl Mo30JIMCTOro Tena. JeTckuil nepedpans-
HBII TTapainy; aTOHWYeCKM-acTaTimdeckas popma. JIBUTaTesh-
Hble HapyieHus 1o mwkane GMFCS 1-ro ypoBHs. Oo1ee He-
nopaszsutue peun I-II crenenu. JledekT MexKenTymouKoBoOit
MIePErOPOIKH.

Iayuenmxa E., 35-¢ CyT XU3HM.

Anamnes xcusnu u 3a604e6anus: 1€BOYKA POAUIACH OT MEPBOIA
OepeMeHHOCTH, TIpoTeKaBIeii B I TpuMmecTpe Ha (hoHe yrpo3bl
npepbiBanus, B 111 TpuMecTpe BbIsIBIEHA 3amepKKa BHYTPHY-
TpobHoro pa3sutust. Ponbr 1-e mpexneBpeMeHHbIe, Ha 34—35-i
HeJlesIX 0epeMEHHOCTH B Ta30BOM IpeIUIeKaHUM; OLIEHKA T10
mKane Anrap 5/5 6annoB, Macca Tena npu poxaenuu — 1570 1,
mHa — 42 ¢M, OKpYXHOCTb roj1oBbl — 33 cM. [1pu poxnenun
cocTosiHMe pebeHKa PacleHEHO KakK KpaiiHe Tspkenoe (Lepe-
opanbHas umemus II-I11 crenenu, cunapom yraerenus LIHC,
nbixatesabHas HepoctatoyHocTh [I-III cremeHu, mepBUYHBII
uMMyHoneuiur). ITo cocTosSTHIIO 3M0pOBbS Ha 3-€ CYT KU3HI
pebeHok nepeBeneH B OPUT, roe 6buT MOAKIIIOUEH K annapary
MCKYCCTBEHHOM BeHTUAsIMY Jerkux (UBJT).

Obsexmueno: COCTOSIHUE TsDKeNoe, AeBOYKA MOIKIIOYEHa K
armapary UBJI B pexxume BIPAP. ITutanue 3oumoBoe. MeHo-
TUMHXYECKME OCOOEHHOCTH: MOJTHAS ABYCTOPOHHSIS pacileMHa
BEpXHEH TYOBI ¥ TBEPIOTO Heba, KPBUThs HOCA Ie(OpMIPOBa-
HbI, HOCOBOI XOI M XpslleBas ITaCTMHKA CIIpaBa He chop-
MUPOBAHEI, HI3KOPACIOJIOKEHHEIE VITHBIC PAKOBUHEI, C IBYX
CTOPOH KO3€JIOK 1 IMTPOTHBOKO3EJIOK IPAKTHUECKU He CHOpMM-
poBaHbl. KoxHbIe MOKPOBBI OJEAHON OKpacku ¢ CEpOBaThIM
OTTCHKOM, BHIMMBIC CIM3WCTBIC YWCTHIC, BIAXHEBIC, ONea-
HO-pPO30BbIE, SA3bIK 00JI0XEH OebIM HaneToM. MpaMOpHOCTD
KOHEYHOCTEH, TYyNOBMIIA, AMUCTANbHBIA aKpOLMAaHO3, TOHBI
cepIiia MPUITYIIECHBI, PUTM MTPAaBUIBHBIN, YaCTOTA CEPAECYHBIX
cokpaiueHuit — 120—140 B muH. B nerkux apixaHue ocia0/eH-
HOE, TIPOBOIUTCS BO BCE OTAETHL. 2KMBOT yMEpEHHO YBEIMIEH B
pa3Mepax, C TpyIOM JOCTYIeH najibnanuu. [leyeHb: yBennyeHa
B pa3Mepax, TUNIOTHOM KOHCUCTEHIINHI, HYXKHUIA Kpaif BEICTYIIA-
eT u3-1ox pebepHoii myru Ha 3 cM. Ceie3eHKa: He yBeJIMYeHA B
pa3mMepax.

Hespoaozuueckuti cmamyc: ypoBeHb CO3HaHUS — MEAUKAMEH-
TO3Hasl cefauus. MeHUHIealbHbIX CHUMIITOMOB HET, IJIa3HbIE
SIONIOKU 10 CpefHel JUHMUU, (OTOpeaKluy BsUIble, CHUXKEHA
CTIOHTaHHAs IBUTaTebHAs aKTMBHOCTh, AU dy3HAS MBIIIeU-
Has TMIOTOHMS, CYXOXWIbHbIE U IIEPUOCTANbHBIE PedIeKChl
BBI3BIBAIOTCS C TPYHOM. besycnoBHbIe pediekchl epuona Ho-
BOPOXIEHHOCTH HE BBI3bIBAIOTCS. BhICIE MO3rOBbIE (DyHK-
MM TI0 TSDKECTU COCTOSTHUS OLIEHUTD He MPeCTaBIIsIOCh BO3-
MOXHBIM.

VxynieHue cocTosHUS pebeHKa MPOU30LTo Ha 31-€ CyT Xu3-
Hu. OTMeyYaoch HapacTaHWMe TMPU3HAKOB JIBIXAaTeJbHOW He-
JOCTaTOYHOCTHM (aKpOIMaHO3), CHIDKEHME caTypallMud TeMo-
TI0OUHA KICIOponoM 0 81%, pa3BuTie OTEIHOTO (ACUUT) U
MHTOKCUKAI[MOHHOTO (JIMXOpajiKa, HapylleHUe MUKPOLMPKY-
JISILIUM) CUHIIPOMOB, TTOSIBUJIACh OpamuKapausl.
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Tloces u3 3esa na mukpogaopy (13-e cym dcusnu): BHISIBICHBI
Klebsiela pneumoniae 10°, Acinetobacter aumanii 10° — monupe-
3ucteHTHas1. [loces Kpogu: BHIIETICHBI IPOXOKEBBIE TPUOBI pona
Candida.

Penmeenoepaghus opeanos epyonoil kaemxu (6 dunamuxe): TIpy-
3HAKM TIOJIUCETMEHTAPHO MTHEBMOHUM B BEPXHE OJIe JIETKO-
TO CIpaBa.

Heiipoconoepagua: napunanbHast AMT, nepuBeHTPUKYISPHBIA
OTeK.

Lumoeenemuyeckoe uccredosanue: 46XX, Del(7)(q32): Tepmu-
HaJIbHast ieJIeIMsl JIMHHOTO TjIeva 7-i XpOMOCOMBI.

Obwuii ananu3s Kposu: KOJTMYECTBO JIEHKOILMTOB YMEHbBIIMIOCH
¢ ucxomHoro 21x10°/1 mo 7,8x10°/n Ha 31-e cyT (Hopma 6,5—
13,8x10°/1), TpomMGonuToB — ¢ 129x10°/m mo 83%x10°/x1 (HOpMa
180—400x10°/7).

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

Obwuii anaau3 mouy: BBISBICHBI MOYKYIOLIMECS APOXKEBbIC
rpu6sl pona Candida.

Kaunuveckuii duaenos: BpoxaeHHas reHepaiu3oBaHHasl WH-
dexust GakTepranbHO-TPUOKOBON 3THONOTMK. (Ovarosast
CIIMBHAs IBYCTOPOHHSIS THEBMOHMS THOMHO-TPHOKOBOM 3TH -
onoruu. [NapuuanbHas areHe3usi MO30JKMCTOTO Tenaa. Bpox-
JeHHas TBYCTOPOHHSS pacIle/JrHa BEpXHEH TYObl M TBEp-
Jgoro Heba. bpoHxonerouHast aucruia3usi. Manible aHOMaauu
pazButus cepana. OTKpbITOE OBaibHOE OKHO. [Mmomucmia-
3ua tumyca. IlogkoBooOpa3Has mouka. HemoHolneHHOCTh
34-35 Hepens.

Jlns BBeleHMS TalMEHTKE JIEKapCTBEHHBIX IMpenapaToB MC-
TIOJTb30BAJICS] COCYMCTHII KaTeTep, YCTAHOBJIEHHBII B TIPaBYIO
MOIKJIIOYNYHYI0 BeHy. [lalnueHTKa Tosyyana: aHTMOMOTUKU
(uedTpuakcoH, MeporneHeM, BAaHKOMULMH), HMHQY3MOHHYIO
Tepanuio (pacTBOPbI TNIOKO3bI, aMUHOBEHA, MHTpAIUIUAA U
Ip.), KOPTUKOCTEPOMABI (NEKCAMETa30H), Te€MOCTaTHYECKYIO
Tepanuio (MepenrBaHue 3PUTPOLIUTAPHON MAacchl, BBEAEHME
JWILIMHOHA, TerapuHa), MPOTUBOTPUOKYI0 Tepanuio ((aroKo-
HAa30J1) B BO3PACTHBIX JO3MPOBKAX.

HecMmoTps Ha mpoBeneHME WHTEHCUBHOU Tepamuu, Y Mallv-
€HTKM Pa3BUIUCh HEOOPATUMBbIE HAPYIIEHUS B TOIOBHOM MO3-
re U HapyLIeHUs BUTAIbHBIX (DYHKIMIA, TIOBAEKIINE 32 cO0Oii
CMEPTb.

Maxkpockonus 201061020 mo3ea. [olOBHOI MO3T IJIOXO COXpa-
HseT opMy Ha cToJie, 6e3 IuddepeHIIMPOBKY Ha 6eioe U ce-
poe BEIIEeCTBO, B 3aThUIOYHOI 10JI€ JIEBOTO MOJTyLIApUs MMe-
eTCs KPYIMHOOYaroBoe CyO3MeHINMapHO-TIapeHXMMATO3HOE
KPOBOM3IHMSHIE HEePaBUIbHOU (DOPMBI, ¢ HEUSTKUMH Tpa-
HULAMK, TEMHO-KPAaCHOTO I[BETA, pasMepoM 6,5x5,8x5,6 cm
¢ mnepudoKalbHBIM pa3MSITYeHHWEM BeIlleCTBA T'OJOBHOIO
Mo3ra. OTMEUaroTCsS MeNKOOYaroBble M TOYCUHBIE KPOBO-
U3TUSHUS B MSTKYIO MO3TOBYIO 000JIOUKY B TEMEHHOI 00-
JIaCTH JIEBOTO ToJymiapus. Mo30JucToe TeJI0 YMEHBIIEHO
B IIEpeIHe-3adHEM pa3Mepe, IIMPUHOM 1,5 ¢M, TOMIIUHOIM
0,3-0,4 cM; MO3X€4YOK MpaBUJIbHON (POPMBI, MPOLOJTO-
BaTBIii MO3T OOBIYHOTO CTPOCHUS, COCYAUCTHIC CIUICTCHHUS
MOJIHOKPOBHBIE (puc. 1).
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Puc. 1. Makponpenapar ro;ioHoro Mo3ra nanuentku E. B Bo3pacre 1-ro
Mecsna 3-X CyTOK KU3HH, ¢ MHOXKECTBEHHbIMH BPOKIEHHBIMH MOPOKAMH
pa3BUTHSA, NapuuaIbHOii aTpodueii MozomucToro Tena (AMT). Crpenkoit

nmoKka3ana napouaabHasg AMT (BeTHyI0 BepCHI0 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)

Opeanvl kposoobpawenus. Cepuue: pasmepbl 4,8x3,2x2.7 cw;
SIUKapI M TEepUKapA TOHKWE, IafKkue, OJecTInue; KOHCH-
CTCHIIMSI CepIeYHOM MBIIIIE MSATKO-3MacTHIHAs. MuoKapm
CHHIOIIHO-KpPAcHOro 1BeTa. B momoctsax cepmiia comepXutcs
KMIKas TeMHas KpoBb. TOJNIIMHA MHOKapaa MpaBoOro Kenly-
nouka 0,3 cM, neBoro — 0,6 cM. DHEOKap[, IMagKui, 01ecTs-
KA, TPO3payHbIi. DHIOKAPI MPABOrO U JIEBOTO Mpeacepauii
C yJacTKaM# TepaaMyTpoBoro IBeTa. O4aroBble Cy03IHIOKAp-
IMaJTbHbIe KPOBOM3IMSHUS B IIPABOM U JIEBOM XeIyIOYKax.
B oboux xenynoukax OTMeYaroTcsl MONEPEYHO UIAYIIUE aHO-
MaJIbHBIE XOpHaJbHbIE HUTH, B IPABOM XKEIYIOYKE MMEET-
Cs YaCTMYHO pacllelliecHHass COCoukoBast MbIa. CTBOPKHU
TPEXCTBOPYATOTO M IBYCTBOPYATOTO KJIANAHOB IJaiKue, Ole-
cTaMe, npo3payHbie. OBaJbHOE OKHO OTKPBITO, TMaMETPOM
0,4 cM, apTepraNbHBIA IPOTOK 3aKpPHIT. [lepuMeTp JIeTOYHOTO
cTBONA — 2,4 CM, aOpThI Haj KiamaHamu — 1,6 ¢M, Tepen Iuie-
YEroJIOBHBIM CTBOJIOM — 1,6 ¢M, B BocxosiieM otaee —1,5 e,
Ha ypoBHe auadparmsl — 1,3 cM, 6promrHoro otnena — 1,2 cm.
MaructpainbHble COCYIIbI C 01€THO-XEATOX HHTUMOIA.

Opeanvl mo4enonosoii cucmems. VIMeeTcsl eAMHCTBEHHAS MOA-
KoBoOpa3Hasi mouka pazmepamu 7,0x4,2x1,1 cM, ¢ HaluuneM
Nepelerika, COeIMHAIOMET0 HIDKHUM TOMI0C MTOYKU, IIMPHU-
Hoii 2,0 cM; TOBepXHOCTD J0JbyaTasi, BUI Ha pa3pe3e ¢ YeTKOM
M depeHIIMPOBKOI KOPKOBOTO 1 MO3TOBOTO BEIIIECTBA, KOP-
KOBOE BEIIECTBO CEPOBATO-PO30BOTO 1[BETA, MMPAMMAbI CEPO-
KpacHOTO I[BeTa, oOpaliaeT Ha ceOsd BHUMaHKE SPKO-XeToe
MpOKpalIMBaHKe COCOYKOB mupamun. Crusumcras o000JI04YKa
JIOXaHOK CepoBaTO-po30BaTasi, TycKjiasi, B MPOCBETE COAEP-
KHTCS SIPKO-3KenTasi Mo4a. MOUYEeTOUHNKH B BHIE Y3KHX TSI-
e, chopMUpoBaHbI ¢ 00euX cTopoH, tuameTpoM 0,2—0,4 cm,
MOYEBOI Ty3BIph COOEPKUT HEOONBIIOE KOTMIECTBO SIPKO-
KeNTOM MOUM, CKITaT4aTOCTh COXpaHEHa.

Ilamoaozoanamomuueckuii ouaeno3. OTeK TONOBHOTO MO3TA.
OyaroBas CITMBHAs! IBYCTOPOHHSS ITHEBMOHUS, IBYCTOPOHHMIA
TUIPOreMOTOPaKe, (PMOPMHO3HBINA ILIEBPUT, acimT. Pudpu-
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HO3HBI TIEPUTOHUT, OCTPHIH TeraTtuT. MHOXECTBEHHBIE BPOX-
JICHHbIE MOPOKU pa3BuTHs. [lapuuanbHas areHe3us MO30JIu-
cToro Tenma. BpoxmeHHas! IBYCTOPOHHSIS pacilieIiHa BepXHei
IyObl W TBepHOro Heb6a. ManbhopMalusi cocyloB TOJIOBHOTO
Mosra. [umomuciniasust tumyca (medunut Maccel — 87,3%).
Penyxumst ¢onnukynoB cenesenku. O6emHeHue mnepudepu-
YeCcKUX NMM(ATHIeCKUX y3710B. BpoHXomIerouHast IucCImIasus
(pmbpo3 MexKaTbBEOMSIPHBIX IMEePeropodok). Maibie aHOMa-
J1M pa3BuTHs cepaua. OTKPbITOE OBAIbHOE OKHO (IMaMETPOM
0,4 cm). TTogkoBoOOpa3Has MOYKa C HAIMYMEM HEMHOTOYMC-
JICHHBIX KJTyOOYKOBBIX M KAaHAJIBIIEBBIX KUCT.

O0cyxneHue

AMT, accouunpoBaHHast ¢ MOHOTEHHBIMU U XPOMOCOMHBIMU
CHHIPOMaMH, CJIOXHBIMU XPOMOCOMHBIMU abeppaiivsMiu, sIB-
JIeTCs JOCTaTOYHO PenKoii marojrorueil. MctimHHas (mepBud-
Hast) AMT nipezncraBisgeT co00ii BpOXKACHHBIN MOPOK Pa3BUTHS
Mo3ra u popmupyercs 10 12—16-i Hen recramu [13]. B 06o-
UX HAIIMX HaOmoaeHusx BepuduimpoBaHa uctuHHas AMT,
CBsI3aHHAs C XPOMOCOMHBIMU abeppauusMu. B iepBom ciryyae
BBISIBJIEHA YaCTHYHAs Tpucomus 8p, coueTaromascs ¢ AMT, Bo
BTOPOM — MaplLidaIbHas MOHOCOMUS (TepMMHAIbHAS JeeIUs)
JUTMHHOTO TijTeya 7-i XpOMOCOMBI, COYETAIOMIASICS C TIapIMalTb-
Hoit AMT.

B omucaHHbIX HaOMIOAEHUSIX BHYTPUYTPOOHAS WHOEKLIMS
(unTOMeranoBupycHas MHGEKLHUsS, TOKCOIUIa3MO03, KpacHyxa
U 1Ip.) OTCYTCTBOBAJA, 00¢ 6epeMEHHOCTH MPOTEKAIU Ha (OHE
YIpO3bl MPEPHIBAHUS, 3aMePXKUA BHYTPUYTPOOHOTO Pa3BUTHUS
mwiofa. OnHAKO YTOYHMTb HEOMArompusTHBIA (akTop, cIo-
cobctBytonuit noseaeHuo AMT, He ymamoch, YTO HEpeaKo
OTMeYaeTcsl ¥ B 3apyOeKHbIX UCCeI0BaHUIX. PUCK BpoXIeH-
Hoit mH(ex1mu B 3THONI0TMU AMT sBiseTca HeBbIcOKUM [13].
Ponbl B 1ByX HaO/MomeHUSIX ObLIM MpeXIeBpeMEHHBIMU; 00a
pebeHKa POAMIUCH HEJOHOIIEHHBIMU, C BHYTPUYTPOOHOH TH-
norpodueit [-1I crenmenn n HU3KOI OLIEHKON 1O HIKaje Amnrap,
YTO MPUBEJIO K JajlbHel1Iel 3anepxke GopMupoBaHUsS MOTOP-
HBIX HABBIKOB ¥ BRICIIMX KOPKOBBIX (DYHKIIHIA.

[Tpu HeBposornyeckoM o0cienoBaHUM B 1-M Hab/I0AeHUU 00~
HapyXeHbl MUHUMAJIbHBIC TBUTATeIbHbIE HAPYIIIEHHSI TI0 ITIKa-
Jie TI00AbHBIX MOTOPHBIX (DYHKLMI, 0OIlee Hemopa3BUTHE
peun I-II crenenu, yTo moapazymeBaeT OTHOCUTEIBHO 0J1aro-
MpUSATHOE TeyeHue 3aboneBaHust. Hanpotus, Bo 2-M Habmoe-
HUM B TIO3THEM HEOHATAIBHOM IIEpPHOIE y OOJTBHON NEBOUYKH
Ha (OHEe BPOXICHHOIO Ae(UIIUTa UMMYHHOM CHUCTEMBI pa3-
BUJIaCch reHepain30BaHHast MHGEKLMS OaKTepraabHO-TPUOKO-
BOI 3THOJIOTHMU. B manbHeieM Ha HEOIaronpusITHOE TEUEHME
3a00JieBaHUsI, TIO-BUAMMOMY, MOB/IMSIA TIOJIMOpPraHHas Heao-
CTaTOYHOCTD, ITPOU3OIIEN Pa3pPhIB COCYANCTON MaTb(POpMAIIIH
3aThIJIOYHOM J0JIM JIEBOTO TOMYLIapUsl MO3ra, Mmo3xe chopmu-
POBAJICS OTEK TOMIOBHOTO Mo3Ta. TSKecThb LiepeOpantbHO U co-
MaTUYECKOM MATOJIOTUU 0Ka3a]ach HECOBMECTUMOM C XU3HbIO.

B nepBoM ciyuae MHCTpyMeHTaIbHOE 00CIeI0BaHIe ITOATBEP-
Q10 Hamuue ToTaibHoi AMT (maHHbIe HelipocoHorpaduu),
a TIpu dXokapauorpadust ObUT BBISIBICH BPOXKIEHHBIN TTOPOK
cepaua (IeekT MexKenTyI04KOBOii MeperopoaKu); BO BTOPOM
HabmoaeHnu napuuanbHast AMT 6bi1a BepuduipoBaHa npu-
JKU3HEHHO UM MTOCTMOPTaibHO. Kpome Toro, Bo BTopoM HabJI10-
JIEHUM TOCTMOPTAIBHO AOMOJHUTENBHO ObUTM OOHApPYXEHBI
Maib(opMalusl COCyIOB TOJTOBHOTO MO3Ta, TWIIO/MUCTLIA3US
THMYyca, PeAYKIMs (HOJUTMKYIOB CENIE3eHKH, 00eTHEHUE TIEPU-
heprueckux MuMdaTUIECKIX Y3710B, OPOHXOJIETOYHAS IUCTLIA-
3us1, MaJIble aHOMATUK Pa3BUTUS cepla (OTKPBITOE OBAIBHOE
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OKHO), COMHCTBCHHAA HOI[KOB006p33HaH IMoYKa C HaJIM4YueMm
HEMHOTOYMCJICHHBIX KIIY60‘{KOBBIX 1 KaHAJIbLEBBIX KUCT.

Takum 00pa3oM, ApKOil 0COOEHHOCTbIO OMMCAHHBIX HAOIO-
NEHU SBUJIOCH COYETAaHME COMATUYeCKoi M 1liepeOpaibHOI
MATOJIOTHHM, BXOAAIICH B OM33MOPHUOreHETMIECKHE CHHIPO-
MBI, BKJIIOYasi aHOMaJIMU Pa3BUTHS TOJOBHOTO MO3ra M MHOXKeE-
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Ciyyay renatoJaeHTUKYISIPHOU
JIETEHEPALIUU CO «CKPhITOMN»
[1aTOJIOTMEN TI€YEH U

H.B. Banosa, JI.C. Jlonoka, T.H. ITpockokosa, A.M. XemnmcKuii
@IbOY BIIO «/lanvkesocmounbiii cocyoapcmeerHbiii Meduyunckuii yhusepcumem» Mun3zopasa Poccuu, Xabaposck, Poccus

TIpedcmasnero onucanue cayuas eenamonenmuxyasproii deeenepayuy (IJI1) y nayuenma 27 sem. 3abosesanue dedromuposano 6 eude U30AUPOBAHHOI NCUxo-
HeBpOA0UHeCKOll CUMPMOMAMUKY (2AABHbIM 00PA30M, ROAUMOPGHbIE IKCMPARUPAMUOHbIe U MO3iceuko8bie paccmpoiicmea). Kaxux-aubo Kaunuveckux, aabopa-
IMOPHIX UAU YAIPA3EYKOBLIX NPUSHAK0E NOPANCEHUS neyeHu 00HApYceHo He Oblao. Boiseumb namoaoeuio neeu yoasoch AUl ipu CHEUUAALHOM UCCAC008aHUY
¢ nomoubto anacmoepachuu. Juazros noomeepicoer MoseKyIpHo-eeHemuueckum memodom (svisenerue mymayuii 6 eeve ATP7B). O6cyicoaromes crovcHocmu
caoespementoeo pacnosrasanus IIIJ] u cospementbie 803M0ICHOCU AGOOPAMOPHO-UHCIPYMEHMAAbHOI OUaCHOCMUKY 3a001e8aHUA.

KunoueBbie ciioBa: cenamonenmuxyispHas decenepayus, 0gueamenshbie paccmpoiicmed, duazHocmuka.
DOI: 0.18454/ACEN.2017.2.10

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

Acase 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.
DOI: 0.18454/ACEN.2017.2.10

enaroieHTUKyasipHas aereHepauust (IJ1), waum 6o- HME MHTEHCUBHOCTY CHTHAJIa B 00JIACTUA CKOPIYIIBI, OJIEIHOTO
Je3Hb BusibcoHa-KoHoBanoBa — pekoe reHeTUuueCKU iapa, 3aTHeM Kpae BHYTpeHHEl KarllCyibl, TaJaMyce. 3a cueT
00yCJIOBIEHHOE 3a00J€BaHUE C ayTOCOMHO-pELeC- KOMOMHAIIMM TIOHMXEHHOTO CUTHAla B TMPOEKIMK KPACHBIX
CUBHBIM TUIIOM HACJIEAOBaHUS, XapaKTePU3YIOLLIEECs siIep ¥ MOBBILIEHHOTO CUTHAJIA B OKpYyKarolei 001actu cpe-
HapylieH1ueM oOMeHa MeIv U U30BITOYHBIM €€ HAKOII- Hero Mosra Ha T2-B3BelIeHHbIX U300pakeHUsIX GopMUpyeTCs
JIEHUEM B pa3TNYHBIX OpTaHAX M TKaHSIX (IIPEKIe BCETo MeYeH! KapTHHA, BHELIHE HATOMMUHAIOLIAS «TOJIOBY MAHABD» — OeJI0ro-
1 TOJIOBHOM MO3re), ¢ MaHUdecTalyeii CUMITOMOB TIPEUMY- JIOBOTO MEZIBES C YEPHBIMU OBAJIAMU BOKPYT IJIa3 U YEPHBIMU
HIECTBEHHO B MOJIOOM Bozpacte [1-3]. ymamu [11, 12]. Takasg kapTrHa MOMOTaeT MpaBUJIbHON AMAr-

HOCTHKE 3a00JIeBaHUS, 0COOEHHO B aTUITMYHBIX CTydasx.
3aboneBaHue CBS3aHO ¢ MoBpexaeHueM reHa ATP7B, B KOTo-

POM K HACTOSIILIEMY BpeMeHM MACHTU(PULIMPOBAHO yXe Ooee [Topaxenue neuenu npu IJIJ] mposiisieTcs B Buje 0CTpOro uiu
600 paznuuHbIX MyTanmii. OnHON M3 HauboJee YacThIX MyTa- XPOHMYECKOTO TeraTuTa WM LMppo3a, WIM B BuiIe (QyIbMu-
Wi, TpUBOIAIIEH K Bo3HUKHOBeHMIO [JIII, sABISETCS MUC- HAHTHOM TIEYCHOYHOM HeOOCTaTOYHOCTH. LInppo3 meueHn mpu
ceHc-mytaus His1069 Gln (3207C>A) [4—6]. B poccuiickoit IJIJ1 MOXeT IIUTebHO MPOTeKaTh OECCUMIITOMHO WM Majio-
TIOMYJISIMK OHa BhIsBIsieTcsl B 31% ciyyaeB 3a6oseBaHus [7]. CUMIITOMHO, OJIHAKO OH BBISIBISIETCS y BCEX OOJBHBIX C HEBPO-

JIOTUYECKOM cMMITOMATHKOM [2, 3, 7]. MaHudecTalys «BUlb-
IMaronoruueckuii mporecc npu ['JIJ] HOCUT MYJIBTUCUCTEMHBI COHOBCKOTO» LIMPPO3a TIEYEHH U €T0 OCTOXHEHWH, Pe3y/IbTaThl
XapakTep, OCHOBHBIMU OpraHAMH-MUIICHSIMHU SIBISIOTCS TO- OMOXMMITIECKHX TECTOB HE OTIIMYAIOTCS OT CUMITTOMOB ITPH JIPY-
JIOBHOI MO3T, TeYeHb 1 Movku |2, 8, 9]. roit 3THoNOTMK LUPPo30B |3, 7]. K KIMHMYECKUM TIPOSIBICHU-

SIM TICICHOYHOI HEJOCTATOYHOCTH OTHOCHT: CHHIPOM <«ILIOXOTO
Hesponornueckue nposiBnenus [JIJ1 BKIIOYAIOT: TUCTOHMIO, MUTaHKS», CHIKEHUE Typropa TKaHeil, CyXOCTb KOXW, WKTe-
TpeMop, MTAPKUHCOHM3M, MO3XEUKOBYIO aTaKCHIO, TU3aPTPUIO, PUYHOCTb KOXHU M CKJIEP, 3yIl KOXW, COCYAUCTHIE «3BE3NOYKM»,
runepcanuBanuio u ap. [1, 10]. Ha MPT ronoBHoro mosra mpu MaJibMapHyl0 3pUTeMY, «Oejble» HOITH, JIMXOpaIKy, TeMoppa-
9TOM BBISIBJISIETCSl JIBYCTOPOHHEE CHMMETPMYHOE ITOBBIIIE- TUYECKUIA TMaTe3, TMHEKOMACTHIO, YBEIMYEHUE MITM YMEHBIIIe-
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HHUE pa3MepoB TTeUeHH, TUCTIETICUUeCKIEe pacCTpONCTBa, OOIM B
IpaBoM Toapedepbe, 0COOEHHO MOoce MpUueMa XXKUPHOH MUY,
CIUIEHOMETAJINIO, OTEKH, aCLIUT, 3aropsl |3, 13, 14].

ITpencrasnsem kmaanveckuii cayyaii IJIJI 6e3 siBHO# martosno-
TMHM TIeYEeHU, IMATHOCTHKA KOTOPOTO TTOTpeboBaia MpoBeAeHUSI
CMeLIMATbHBIX METOIOB MCCIIENIOBAHMSI.

boavnoii Y., 27 net, npeabsaBIsSeT Xalo0bl HA ApOXKaHUE PYK,
OoJIbIIIe TIPaBOIf, YCUTMBAIOIIEECS TTPH ABIKEHUH, BOTHEHUH,
IOILIAThIBAHKE, TIOBBILICHHOE OTAeIEHIE BI3KOU CIIIOHBI, CHU-
XEeHUE MaMsITH Ha TEKYII1E U POILILTbIE COOBITHS.

Anamnes 3abonesanus. Co IKOIBHOTO BO3pacTa Habmogascs ¢
JMarHO30M «ayTu3M» (ObLT 3aMKHYTBHIM, MaJOOOLIUTENbHBIM,
cTecHUTENbHBIM). OKOHYMI CPENHION IIKOMY, 3aTeM BYy3 3a-
OYHO M3-3a TpyAHOCTel ¢ oblueHreM. B Bospacte 25 neT mo-
SIBUJIOCH IPOXaHMEe MM3HHIIA CTIpaBa, B TCUCHHME TTOJYTOIa Pac-
MIPOCTPaHUBIIEECs Ha BCIO PYKY, IIOCTENIEHHO MPUCOEANHIIMChH
TUTIepCaTBalvs, HapylmieHus maMsaTu. [Ipm oOcnemoBaHUM
criycts rog Ha MPT ronoBHoro mMosra o6HapyeHbl (110 JaH-
HBIM BBITIMCKN) «M3MEHEHMSI 0a3allbHBIX TaHIVIMEB, TalaMyca
1 CTBOJIA MO3Ta, YMEPEHHO BbIpaXXeHHasl CMeIIaHHasl TUIpPO-
nedanus»; TP yIBTPa3BYKOBOM MCCNIEIOBAHUM YBEJIMYCHUS
TeYeHN W CeNIe3¢HKM He BHIABICHO. JMarHOCTHPOBAH IOBe-
HUJIBHBINA TapkuHcoHu3M. Ha ¢doHe mpuema mpamwmmexcosa
M KJIOHa3eTaMa B TeYeHHEe HECKOJBbKUX MECSIEB OTMEYaIoCch
yCUJIEHHME TpeMopa MpaBoil pyKu, MPUCOSIUHIIICS TPEMOD Jie-
BOM PYKH, TIOSIBUJIOCH MTONIATHIBAHKE, YCHIEHNUE CKOBAHHOCTH
1 CaTMBAIlMH, TTAIIMEHT CTajl 00JIee 3aTOPMOXECHHBIM.

IIpu ocmompe 6 KauHuke: COCTOSIHUE YIOBIETBOPUTETBHOE,
ACTEHNYECKOro TeocnoxeHus. KoxXHble MOKpoBbI OJenHOM
OKpacKu, yicThie. AptepuanbHoe nasneHue — 120/80 MM pT. cT.,
nynbse — 84 ynapa B MuH. Jlyicrieniciaeckne paccTpoicTsa, 60mm
1 TSDKECTh B ITPaBOM T0Ipebepbe OTPUIIAeT, 3a1opoB HeT. 2Ku-
BOT MATKMiA, 0e300JIe3HEHHBII TIPK MANBIAIMK BO BCEX OTIE-
JIax, TeYeHb U Cele3eHKa He YBeTNUYEHBDI.

Hesponoeuueckuii cmamyc. ®OH HACTPOCHUSI CHIKEH, HAa BO-
MPOCHI OTBeYaeT 0AHOCI0XHO. CO CTOPOHBI YePEMHbBIX HEPBOB
0e3 maronorun. [umoMuMust, THITIOMOHMS: pedb THXasl, 3aMe/I-
JeHHas. O0beM IBMKEHUI U cuila B KOHEYHOCTSX IOJTHBIE.
ToHyC aKCHATBHBIX MBI, MBI KOHEYHOCTEH MOBBIIICH T10
TUIACTMYECKOMY THITY, TpyOee crpasa. [pyOblil TOCTypanbHbIiA,
KMHETUUECKAN M MHTCHIIMOHHBIN TpeMop B TIpaBoii pyke (110
THUITy TpeMOpa X0IMca), MEHee BBHIPaXXKEHHBIM IPOXaTeTbHBIN
TUIMEPKMHE3 TaKOro K€ TUIA B JIEBOM pyKe; TPEMOp YCUJIMBa-
€TCs TIPY BOJTHCHWHM. MI3-3a IMpoxKaHWMSI HE MOXET IHCcaTh, ca-
MOCTOSITC/IBHO TIPUHMMATh IUIIY, HYXIAETCS B IOCTOSHHOM
nocTopoHHel moMoiu. CyXOXWIbHblE M HATKOCTHUYHbBIE
pedaeKkchl XUBbIE, PaBHOMEpPHBIC, MATOJOTMYECKUX ped-
nekcoB HeT. [lomaTbiBaHue B mpode PomOepra u npu xoanoe.
AxeipoKuHe3 cIipaBa.

B BepxHeM cerMeHTe poroBulibl 00oux a3 adoculus BUIHO
konbLio Kaiizepa—@ieitiuepa, moaTBep:KaeHHOE MPU O0PTab-
MOJIOTHIECKOM OCMOTDE.

JlaHHbIe 00C/I€N0BAHMS

Ob6wuii ananus kposu: TpombormtoneHus (135x10°/m).

O6wuii anasuz mouu: niporeunypust (0,46 /1), TeHKOIUTHI

2—4 B mone 3peHus, IPUTPOLUTH U3MEHEHHbIe 2—3 B TOJIe
3peHusl.
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Puc. 1. MPT ronosroro mosra 6osbhoro Y. (FLAIR)
JIBycTOpOHHEe CHMMETPMYHOE TOBbIIIEHHE WHTEHCUBHOCTH CHTHANA B
TPOEKIHH 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 mo3ra

oonpHoro Y. (T2-B3BemenHoe
n300paxkenne). «JImmo mangb»
(cTpenka)

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

Buoxumuyeckuii anaruz kposu: odmmii 6exok — 72 /1, MO-
gyeBrHa — 5,04 MMOJIB/7T, KpeaTuHUH — 134 MKMoOnb/I (HOp-
Mma 71—115 MxMonb/n), 6uanpyoun — 27,1 mmons/i, AJIT —
18 en/n (Hopma 5—40 en/m), ACT — 25 en/n (Hopma 5—38 exn/1),
1meoyHas docdarasa —196 en/n (Hopma 70—270 en/n).

HKT — yacToTta cepieyHbIX COKpalieHuit 64 yaapa B MAH, pUTM
CHHYCOBHIIA, 3JIEKTpIIEcKast OCh cep/ilia HOpMaJlbHasl.

Y3U enympennux opeanog: TieueHb HE YBEJIUYECHA, TOJIIMHA
npaBoit gou 140 mm, neBoit monu — 65 mm. [aperxuma cpen-
Hell 9XOTeHHOCTH, CTPYKTYypa YMEPEHHO HEOTHOPOAHA, COCY-
JVICTHIA PUCYHOK He Ie(OpMHPOBaH, COXpaHEeH. 3BYKOIIPOBO-
JIMMOCTb COXpaHeHa. BHyTpuneyeHOUHbIe XeTYHble IPOTOKY B
oberx JoJsx He paciuupeHsl. V. portae — 11 MM, v. lienalis —
7 MM, XoJ1emoX— 3 MM. 2KeITIHBII ITy3BIph HE YBEIMICH, TIEPETHO
B 00J1aCTH Tesia, 00beM 21 ¢M?, CTEHKM pOBHBIE, OMHOPOIHBIE,
TOJIINHON 2 MM, B IIPOCBETE MOMOJTHUTEIBHBIX 00pa30BaHUi
HeT. [lomxkenymouHas xene3a, cele3eHKa — 0e3 MaTONOTMH,
MpU3HAaKK HeporTo3a ciesa I creneHu.

MPT 20106H020 M032a: B TIPOEKLIMU TOJOBOK XBOCTAaThIX SIIEP,
CKOPJIYIIBI, TaJaMyCOB CHMMETPHYHO C IBYX CTOPOH OIIpe-
JIeJISIeTCS TIOBBIIIEHHAs MHTEHCMBHOCTb CUTHajla B pexume
FLAIR (puc. 1). Tlpu mpunenbHOM WCCAEIOBAHUM CPEIHETO
MoO3ra M BepXHEi YaCTH MOCTa — TOBBILIEHUE HHTEHCUBHOCTH
curHana Ha T2-B3BelIeHHBIX N300pakeHUSIX BOKPYT KPACHBIX
sIep M YepHOI CyOCTaHIIMU B BHIAE «IWIA MAHIBI» (pucC. 2),
TIOBBIILIEHWE CUTHAJA OT 3aHMX OTAEIOB MOCTa. boKoBbIE Xe-
JIyIOYKU aCIMMETPUYHEIC, TIPaBbIil OOJBIIE JICBOTO, YMEPEH-
HO pacUIMpeHbl Ha YPOBHE LIEHTPAJbHBIX OTAEIOB (CIpaBa —
1,9 cm, cieBa — 1,5 cM), uHIEKC OOKOBBIX XeTya0uKoB 25,7
(nopma 18,0—22,1); momepeyHBI pa3Mmep IEpeAHUX POTOB
crpasa 0,8 cM, ciea — 0,8 cM, MHIEKC OIEPEYHBIX poroB 26,4
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(Hopma 24,0-26,3) 111 xenymouek pactuupen g0 0,9 cm., IV xe-
JyIoyeK He pacIInpeH.

AKkycmuyeckue cmeonogble 8bi36aHHble NOMEHUUANDI: BEIPAXCH-
Hoe yBeauyeHue gateHTHocTH Il muka u MeXMuKoBOro MH-
tepBana I-III, a Takxke cHUXeHMe aMILUTUTYAbl V MUKa ¢ 0be-
UX CTOPOH, YTO CBUIETENbCTBYET O HAPYIIEHUM MPOBEACHUS
CyXoBoit adepeHTallMKM Ha MOHTOME3eHLIe(halbHOM YPOBHE
¢ 00eux CTOPOH.

Takum obpa3oM, B MpeJCTaBICHHOM ClIydae Y 00JBbHOTO 27 JIeT ¢
TUMUYHOI HeBposornueckot kaptuHoi IJIJI (couetaHue map-
KMHCOHMYECKOTO CHHIPOMA, aTaKCUU, TPyOOTro MOCTypabHOIO U
KMHETUYECKOTO TPEMOopa B pyKax, TUIepCaluBaliy, TUCHOHUH,
MICUXWYECKUX U3MEHEHMIA) ¥ XapaKTepPHbIMU ISl JaHHOTO 3a00-
NieBaHuS m3MeHeHussMU Ha MPT romoBHOro Mosra (yMepeHHO
BbIpaXXeHHas1 aTpodusi MOMYLIAPKiA MO3Ta, CUMMETPUYHbIE 04aro-
BBl I3MEHEHSI 0a3aJIbHBIX SIIEP, CPEIHETO MO3Ta M MOCTA, «/TUII0
TaHIbl») OTCYTCTBOBAIN KaKKe-TM00 KIMHUYECKUE OO0 PYTHH-
HblE J1JA0OPATOPHO-MHCTPYMEHTAIbHbIE TMPU3HAKU MOpaKeHUs
neyeHy. B ¢BA3M ¢ 3TM OBLTO pellieHo MPOBECTH 31acTorpaduio
TIeYEHHM: 3MaCTMIHOCTh cocTaBma 6,5 KI1a, 4To COOTBETCTBOBANIO
MUHUMAaNbHOMH crenenu ¢uodposa F1 mo kputepusim METAVIR.

WccnenoBanue medno-benkosoeo eomeocmasa BBHISIBUIO CHU-
>KeHUE YPOBHsI Meu B KpoBU — 4,36 MKMOJIb/J1 (HopMma 12,56—
24,34 MXMOJb/JT), TIOBBILIEHUE CYTOYHOW SKCKPELUM MEAd —
123,69 mxr/n (HopMma 2—80 MKT/J), CHIDKEHKE YPOBHS LIepYJIO-
IUTa3MKHa CHIBOPOTKY KpoBu — 0,06 1/ (Hopma 0,15—0,6 1/1).

[pu mosexyaapHo-eenemuueckum uccaedoganuy BbISBICHA TH-
myHas MaxopHas Mytauus His1069 Gln (3207C>A) rena
ATP7B B rOMO3UTOTHOM COCTOSTHUY.
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Juaenos: TT1]1, purumHo-apoxaTensHad opma.

C ¢espansg 2015 . Havata MembITUMUHUPYIONIAST TEparus
D-neHunuIIaMiuHOM 1 penapaToM HMHKa (IIMHKTepa).

Cryerst 9 Mec OT Hayaa Teparuu COCTOSTHUE O0JIBHOTO 3HA-
YUTENBHO VIAYYIIHIOCH: OTMEYAIOCh BRIpAXXeHHOE YMEHbIIIE-
HHe TpeMopa IIpaBOi PYKU, MCUYE3HOBCHME TPEeMOpa JEBOI
pyku. [lanueHT ctag mucath, CaMOCTOSITEIbHO MPUHUMATD
MUIIY, BBITOJHSTH BCE IBIKEHHUS IPABOM PYKOM, KOTOPHIE
OBLIM HEBO3MOXHBI 10 JIeUEHHS, B T.4. HEOOXOOIUMYIO Pabo-
Ty 1o moMmy. Mcuesnm aTakcusl, axeMpOKHWHE3, CalvBallys.
Vnyummncsa ¢oH HacTpoeHus, ctan 6onee obmmreneH. Co-
XPAHSIOTCS 3JIEMEHThl PUTUIHOCTU B MpPaBOil pykKe, Jerkas
runnomumus. [IpoBeneHue smactorpaduy medyeHW B AMHA-
MHUKe Ha (hoHE JieueHMsI MpOTpeccupoBaHMs (uOpo3a He
BbIIBUIIO (37acT4HOCTh 6,9 KIla, crenens ¢ubposa Fl mo
METAVIR).

[MpencraBnenHoe HAOMIONEHNE TIOKA3BIBALT, UTO TIPU HATMYUN
9KCTPANTMPAMUIHON CUMITOMATUKU Y JIUI MOJIOOTO U CPEel-
HEro Bo3pacTa HeoOXOAMMO MPOBOAUTH AubbepeHIMATbHbIHA
muarHo3 ¢ IJIJ] maxe mpu OTCYTCTBUM MPU3HAKOB MATOJOTHU
nevyeHu. [Tpu 3ToM HEOOXOAMMO UCTIONB30BATh BCE OCTYITHBIE
COBPEMEHHBIE METO/IbI IUATHOCTUKH, B T.4U. ANacTorpaduio me-
YeHH, MPY HEOOXOMUMOCTH — MYHKIIMOHHYIO OMOICHIO EYEHU
C UCCIeTOBaHMEM COICPKAHUS MEIH, a TAKKe MOJICKYISIPHO-
TEHETUYECKU I aHAIN3.
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CrtpykTypHas 1 PyHKIIMOHAJIbHA
HelipoBU3yaJIn3als IIpyu OOKOBOM

aMUOTPO(PUYECKOM CKJIIEPO3€
H1.C. Bayaun, [A.B. Yepssikos|, E.W. Kpemnesa, P.H. Korosatos, M.H. 3axaposa

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

bokosoii amuompouueckuii cxaepos (BAC) — pamanvroe npoepeccupyrouee 3a601esarue UeHMpPatbHOI HEPBHOL CUCIEMbL C NOPANCEHUEM BEPXHE20 U HUNCHE20
MomoHelipoHos. M3yuerue ocobeHHocmeil meveHus U pacnpocmpanenus HeiipoeeenepamugHoeo npoyecca npu BAC umeem Goaviioe 3HaueHue, nockoasky 0o
HacMoAue20 8pemery ddpexmusHbie Memodst aeueHus 3a001e6aHus He paspadomarbl. B kaunuueckoil npaxmuke omcymcmeyiom o0seKmueHbie GUoMapkeps
HOPACEHUS BEPXHE20 MOMOHEIIPOHA U SKCHPAMOMOPHBIX PE2UOHO8 20106HO20 MO32d, HECMOMPS HA 04e8UOHble 00KA3AMEeAbCMBA MYAbIMUCUCIEMHOCTIU NOPA-
JceHus 20106H020 Mosea npu BAC. B nocaednue 200wt 6oabuiyio poaw 6 usyyernuu 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 anaauzupyiomes pesyavmamol Helposu3yatu3auUuoHHbIX UccAe008aHuUll 8 KOHMeKCMe UX npuMeHeHus 045 OUAZHOCIUKH, NPOCHOIUPOBAHUS U MOHU-
mopuposanus meuenus BAC. Jlng duacnocmuku 3a601eeanus Haubonee HyecmeumensHbiMu U cneuu@uunbimu seasiomes ouggysuonno-mensoprnas MPT, MP-
cnekmpockonus, TI9T, komOuHauus HecKoAbKUX Memo008 HellposU3yaAU3AUUY U UX COYeMAHue ¢ MPAHCKPAHUAbHOL MazHumuoi cmumyasyuer. Juddysuon-
Ho-menzopras MPT u MP-chekmpockonus moeym Ucnoab308ambes 045 MOHUMOPUHeA U NPOCHO3UPOBAHUS MeyeHus 3aboseeanus. O0cyycoarmes 0CHOBHbie
02paHUHMeHUS U HeOOCMAMKU NPOBEOHHbIX UCCAeD0BaHUL, 4 MAKJCe B03MONCHbIe NepcheKmuenl npumenenus Heiiposusyanuzauuy npu BAC.

KioueBbie clioBa: 60x060ii amuompoguueckuii ckaepos, 604e3Hb MOMOHelipoHa, Heliposusyaruzauyus, MPT, buomapkepoL.
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.
DOI: 10.18454/ACEN.2017.2.11

Bsenenue ckoro mpotiecca mpu BAC mo3BoiseT mo-HOBOMY B3IJISIHYTh
Ha BAC kak 3aboj1ieBaHie BCETo MO3Ta B LIEJIOM, a HE TOJIBKO
bokoBoit amuotpoduueckuit ckiaepod (bAC) sBasercsa ¢a- Kak Ha 00Jie3Hb MOTOPHO# cucTeMbl. [lonydeHbl MHOTOYHMC-
TaJbHBIM HepoIeTeHepaTUBHBIM 3a00JIEBAHNEM C TIPEUMYIIIE- JICHHBIE T0KA3aTeIbCTBA MYJIBTUCHCTEMHOCTH ITOPAKEHHUS IO~
CTBEHHBIM MOPAXXKEHUEM MOTOHEWPOHOB MEPBUYHON MOTOPHIA noBHoro moara 1ipu BAC [3]. do 32—50% maruentoB ¢ BAC
KOPBI, KOPTUKOCITMHATBHBIX (MMMPAMUAHBIX) TPAKTOB M MOTO- MMEIOT KOTHUTHBHBIC W TIOBEICHUYCCKUE HAPYIICHHUS pa3ind-
HEMPOHOB TMEePEeIHUX POTOB CIMHHOIO Mo3ra. KimHuuecku HOM CTeNeHU BhIpaxkeHHOCTH, B 19% ciyyaeB COOTBETCTBYIO-
3ab0NieBaHMe TIPOSIBIISIETCS HEYKIOHHO IPOTPECCUPYIOIIUMU e TUATHOCTHICCKAM KPUTEPHUSIM JIOOHO-BHCOYHOM TeMEH-
CMCIIaHHBIMU  (CIACTUKO-aTPO(UUSCKUMK) Mape3aMu, II0- uuu [4].
paxeHreM OyJIp0apHOM M IbIXAaTebHON MYCKYJIATyphl, 4TO B
TIONABJISIIONIEM OOJTBIIMHCTBE CTyIaeB IIPHBOIMT K THOCTIH TIa- o HacTosiiero BpeMeHu panHsis auarHoctuka bAC sBrsercs
LIMEHTOB Yepe3 HECKOJIBKO JIET Tocie aebrota 0oe3nu [1, 2]. cepbe3Hoil mpobaemoit. TloauMopdusM KIMHMYECKUX MpO-
SIBNIEHNT 3a00NeBaHUs, OCOOEHHO B JI€0I0TE, TETEPOTeHHOCTD
JIOCTUTHYTBI B OCJIEAHKME TOIbI IPOTPECC B 00IACTH U3YUe- KJIMHAYECKOrO TeUeHUsl TPeOyoT pa3pabOTKU OOBbEKTUBHBIX
HUST MEXaHMU3MOB Pa3BUTHUS M pacIIpOCTPAHEHHUS IaTOIOTHYE- JIVaTHOCTUYECKUX Y TIPOTHOCTUYECKHX MapKepoB [5—7].
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HAYYHbII 0B30P

Puc. 1. IIpameps! ncniosib30Banus
HeMPOBU3YAIM3AIMH JUTS BbIsIBJIE-
1 BAC-no100HbIX CHHIPOMOB
A — MPT wmeiiHoro otena mo3so-
HOYHHKA ¥ CIIMHHOTO MO3ra (PexuM
T2, caruTTanbHas MPOEKIWs) y na-
IMEeHTa CO CNACTHYECKHM HIDKHIM
napanapesoM. Busyammsupyercs
0Yar KOMIIPECCHOHHOI MueJIona-
THH HA YPOBHE MEKIIO3BOHOYHOTO
qucka C5-C6 (cTpenika)

C — MPT meiiHoro otiena mo-
3BOHOYHMKA W CIMHHOTO MO3ra
(pexum T2, carurrambHas mpo-
eKIMA) y MNANUeHTA C BEPXHUM
BAJIbIM  aTPO(PMYECKUM JUCTAITb-
HbIM mapanape3oM. OtMeyaercst

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

B — MPT meiinoro otyie/ia no3B0HOYHHKA | CIMHHOTO Mo3ra (pexum T2,
CATUTTAJIHAS POEKIMS) TOTO JKe MANMEHTA MPH MAKCHMAIBHOM CTHOAHUH
men. Komnpeccus cnuHHoro Mo3ra TBepioii Mo3roBoii 000;10ukoii — MP-
npu3HaK 6oJe3nn Xupasamsi [12]

Fig. 1. Examples of usin§1 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

Heipoau3yanuaatiug npu G0KOBOM aMUOTPOGUYECKOM CKAEpO3e

HNcmonp3oBaHue cOBpeMEHHBIX METOIOB CTPYKTYPHOIM 1 (DyHK-
LMOHAJIBHON BHU3yaJlM3aLlMU HapsLy C MCIONb30BaHUEM HEWi-
POGU3NONOTUYECKIX METONMK SIBJISIETCS] BETYIIUM ITIOIXOIOM K
M3y4eHUI0 HepBHOI cucteMbl mpu BAC in vivo — oligHKe CTpyK-
TYPHOIi MAaTOJIOTMH CEPOro U OEI0ro BEIeCTBa, U3MEHEHU pe-
LENTOPHOTO PO, COMePKAHUS PAa3TNIHBIX META0OIUTOB,
M3MEHEHUI HEMPOHHBIX ceTeil M KOHHeKTHBHOCTH [8—10].
B mocnennue rombl BO3MOXHOCTH HEHpPOBHU3YATM3aIIOHHBIX
METOIIOB CYIIECTBEHHO paclIMpUinch [11] u He orpaHnYuBa-
I0TCSI TOJIBKO «HETaTHMBHOI» MMATHOCTHKOM, T.e. MCKITIOUCHM-
€M CTPYKTYPHOIA TIaTOJIOTUH, KOTOPas MOXET CTaTh MIPUYMHOMA
pa3Butusi BAC-mogo0HbIX CHHAPOMOB (puc. 1).

B MHOroyuciaeHHbIX MCCIENOBAHUSAX ¢ TIPUMEHEHUEM METO-
JIOB HeMPOBU3YATM3aINH Y TMAIeHTOB ¢ BAC OB BBISIBICHBI
pa3HO0Opa3HbIe CTPYKTYPHBIE ¥ PYHKIIMOHATbHbIE U3MEHEHUS
KaK TOJIOBHOTO, TaK W COMHHOTO Mo3ra [9, 13, 14]. O6b14HO B
9TU WCCJICNOBAHMS BKIIIOYANUCH MAIMEHTH C JOCTOBEPHBIM
JMarHO30M, a aHaJIM3UpyeMble TOKa3aTed OLEHWBAIUCH Ha
YPOBHE TPYIIIIOBHIX pa3nuuuii. B Tad:. 1 mpuBeneHbI OCHOBHBIE
U3MEHEHHS, BBISIBIISIEMbIE ITPU UCTIOIb30BAHUHU Pa3TUYHbBIX Me-
TOIOB HENPOBU3YaATN3ALINY, M BO3MOXHBIE MEXaHU3MBI MX 1O~
sBIeHMsI. B HacTosiieM 0030pe MmpencTaBieHbl JUTepaTypHbIe
JaHHBIE O BHISIBISIEMBIX IIPH CTPYKTYPHOU U (PYHKIMOHATBHOM
HelipoBusyam3aiy m3MeHeHusIx ITHC y mammrenToB ¢ BAC, ¢
aKIEHTOM Ha MX AUarHOCTMYECKOM M MPOTHOCTUYECKOM 3Ha-
YeHUH, a TAKKe BO3MOXKHOI pOJIM B OLIEHKE IPOTrpecCcUpoBa-
HUs 00JI€3HU U U3YYEHUH NMATOMU3NOJIOTUH 3a00IeBaHUSI.

Heiiposuzyammsanuonnbie quarnoctuyeckue Mapkepbi bBAC

B Hacrosiiee BpeMst He BbI3bIBaeT coMHeHMI, 4To BAC sBiser-
CSl TETEPOTEHHBIM C KIIMHUYECKO U TTaTOTEHETHYECKON TOYEK
3peHusi 3aboneBanueM [15]. UpeHTndumpoBaHo HECKOIBKO
JIECSITKOB T'€HOB, MTPAIONIMX Kay3aTUBHYIO POJib B Pa3BUTUU
Oosie3Hy Wi MoauduLupyonux ee reyeHue [16]. Hapsay c
Knaccuyeckumu cnydasimu BAC ¢ coyeTaHHBIM MopaxkeHUueM
BEPXHETO U HUXKHETo MOTOHepoHOB (BapuaHT [llapko) BcTpe-
YaloTCs CIydad U30JIMPOBAHHOTO MOPaXKeHMWs BepXHETo (Tep-
BUYHBINM O0OKOBOI CKJIEp0O3) WM HUXHETO (Mporpeccupyomias
MBIIIEYHAST aTpousi) MOTOHEHpOHa, a TaKxXe Apyrue 0Oojee
penKue BapuaHTbl, HallpUMEp, CUHIPOM <«CBUCAIOLIMX PYK»
(flail arm syndrome), mporpeccupyiommii 0y1p0apHbIiA Tapa-

MexaHu3Mmbl
aKCOHasbHas AereHepauus

arpodmryeckmii NpoLEece

akCoHanbHaqa aereHepauuns,

Metoauka/pexum Xapaktep nameHeHui
MPT B pexumax T2 n FLAIR TVNEPUHTEHCUBHOCTb KOPTUKOCTIMHAJBHBIX TPAKTOB
MP-mopomeTpis YMEHbLUEHe oﬁvbema ceptlro BELLECTBA 1 KOPTUKANIHOMN TONMLLMHBI
B NEPBMYHON MOTOPHOI KOPE U 3KCTPaMOTOPHBIX PEroHax
cHuxeHne GA 1 yBenuyeHve cpepHeit auddy3noHHOCT
OT-MPT KOPTUKOCTUHAILHBIX TPAKTOB, BOJIOKOH MO30JIUCTOrO TeNa 1 ApYrux

MPOBOAHWKOB FOSI0BHOIO MO3ra
CHXeHme copepxaHus NAA

MP-cnexTpockonus

yBenu4eHne copepxaqus Ml

CHUXeHue copepxaHus FAMK
YBENMYEHNE aKTMBALMM JOMONHUTENBHOI MOTOPHOIA, MPEMOTOPHON
11 CEHCOPHOIA KOpbI MPY BLINONHEHUW NPOCTON ABUraTENbHON

®yHkumoHanbHas MPT napagmrmbl

BbISIB/IEHWE PETVOHOB C YBENMYEHHOI 3DEKTUBHOI

aKTMBALMS MUKPOrAInY,
HaKOMNEHMs Xenesa u ap.
YMEHBLLEHWE KONMYECTBA M MOBPEXAEHNE HEAPOHOB
aKTMBALMS MUKPOrIN
JereHepaums TopMo3Hblx FAMKepriyecux MHTEepHepoHoB

KOMMEHCATOPHas KOPKOBas NaCTUYHOCTb
W/ CHUXEHWE TOPMO3HO HEMPOTPAHCMUCCUN

KOHHEKTMBHOCTbIO NPy GyHKLMOHaNbHO MPT nokos

nar
OPIKT

CHUXeHMe cBs3biBaus ''C-dnymasenmna
CHUXEHWE CBsA3biBaHNs '8F-TopAE30KCHIIOKO3bI

runonepdysns MOTOPHOIA U GPOHTANILHON KOPbI

JereHepaumsi TopMo3Hbix FAMKepruyecux HTEpPHENPOHOB
JereHepaTuBHOE NopaxeHue
[JereHepaTuBHOE NopaxeHue

Mpumeyatus: FLAIR — fluid-attenuated inversion recovery; AT-MPT — auddyanonHo-Ten3opHas MPT, ®A — dpakuvoHHas aHu3otponusi; NAA — N-augtunacnaptar; Ml — muontoauton; FAMK — ramma-amu-
HomacnsHas kucnota; MAT — No3UTPOHHO-aMMcCHoHHas Tomorpadws, ODIKT — 0aHOGOTOHHAS AMUCCMOHHAS KOMMbIOTEPHAS TOMOrpadms.
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Puc. 2. MPT ronosuoro mo3sra namuentku ¢ BAC, Oynn6apnas dopma.
TuneprHTEHCHBHOCTh KOPTHKOCHHHAIBLHBIX TPAKTOB CTﬁeJ'lKH) HA YPOB-

He 3a/IHero 6ez¥§)sﬂyTpeHHeﬁ Kancysl (A, pexum FLAIR) u Hoxek Mo3-

ra (B, pexum

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

g u ap. [17—19]. B 7—10% cny4aeB B nebioTe 3a001eBaHUS
OTCYTCTBYIOT KJIMHMYECKUE TMPU3HAKU TIOPAKEHUS] BEPXHETO
MOTOHEIpOHa, ¥ TIOCTAHOBKA TUAarH03a MOXET BHI3BIBATh 3Ha-
yuTeNbHbIe 3aTpyaHeHus [20—22]. OTMedeHHas BHIIIE TeTepo-
T€HHOCTb KJIMHUYECKOM KapTHHbI 3a00J1€BaHUs, a TaAKKe He-
JOCTaTOYHAS YyBCTBUTEIBHOCTh MCIONB3YEMBIX B HACTOSIIEE
BpeMsl TIEpPEeCMOTPEHHBIX KpuTepueB Oiab-Ockopuan (2000)
SIBJISIOTCS TIPMYMHOM TO3IHEH MM OIMIMOOYHOM TUArHOCTUKH
3a00s1eBanHms. JIuarHo3 craBuTcs B cpenHeM depe3 12—16 mec
nocJje nebrora, a 0kos1o 20% MmalnueHToB MMEIOT IMarHOCTUYe-
CKYIO KaTeropuio «Bo3MOXHBIN BAC» maxke Ha MOMEHT CMEPTH
[6]. OnHOI M3 BaXXHBIX TPOOIEM, OTPAHUYNBAIOIINX BO3MOX-
HOCTHM paHHel muarHocTuKU BAC, SBJISeTCS OTCYTCTBHE B CO-
BPEMEHHBIX TUaTHOCTUYECKUX KPUTEPUSIX MHCTPYMEHTATBHBIX
MapKepoB MOpakeHUs BepXHETro MOToHelpoHa. [Ipenmosara-
€TCsI, YTO B KAaYeCTBE TAKWMX NMATHOCTUYECCKU 3HAYMMBIX MH-
CTPYMEHTAJIbHBIX METOI0B MOTYT BBICTYIAaTbh, TMPEXJae BCEro,
METOIBI HepOBU3YATM3AIIH 1 TPAHCKpaHWATbHASI MATHUTHASI
crumyisiaus (TMC) [23, 24].

ITpu mposenenun crangaptHoit MPT B pexumax T2 u FLAIR
(ot anrn. — fluid-attenuated inversion recovery) y yacTi mauu-
eHToB ¢ BAC BBIBISETCS TMIEPMHTCHCUBHOCTh Pa3IMYHBIX
Y4aCTKOB KOPTUKOCITMHAIBHBIX TPAKTOB (pUC. 2), OAHAKO JaH-
HBI TIpU3HAK HE SBISETCS JOCTATOYHO UYBCTBUTEIBHBIM M
CTEL(MUIHBIM U HE MOXET UCIIOJIb30BATHCS IS AMArHOCTUKH
3a0oneBaHus [23]. YacToTra BbISIBIEHWS TUTIEPUHTEHCUBHOCTU
KOPTHKOCIIMHAIbHBIX TpakToB Ipu BAC He mpesbiiiaet 40%, a
criennpuyHocTh — 70% [25—27]. HeoOxomuMo yUUThIBaTh, YTO
TaHHBI MTPU3HAK MOXET BCTPEUAThCS TAKXXe TIPU APYTUX HEli-
ponereHepaTUBHBIX 3a00JIeBaHUSAX, HEKOTOPBIX METaboIMye-
CKUX PacCTpOMCTBAaX (Harmpumep, Mpy MevyeHOYHO! SHIedano-
matuy 1 aedunute ButaMuHa B12), a Takke mpu HOpMaJIbHOM
crapeHuu. HaumbGonee yacto nmpu BAC runepuHTEHCUBHOCTD
KOPTUKOCITMHAIBHBIX TPAKTOB PETHCTPUPYETCS] Ha YPOBHE 3aj1-
Hero Oepa BHYTPEHHEM KaICyJibl, pexe — B CYOKOPTUKAIbHOM
0e0M BEIEeCTBE, CEMUOBAIBHBIX LIEHTPAX U HOXKAX CPETHETO
Mo3ra [23]. B yactu ciyyaeB BO3MOXHO TakxKe TOSIBJIEHUE TH-
nouHTeHcuBHOTO B pexkxuMax T2 u FLAIR curHana B obacti
MIePBUIHOI MOTOpHOM KOpHI [28]. [IpnMeHeHre COBpeMEeHHBIX
BBICOKOTIOJIbHBIX TOMOTPahoB ¢ HAMPSKEHHOCThIO MarHUTHO-
ro moJis 3,0 Tir MOXXeT YBETMIUTD YACTOTY BBISIBIICHUS THITCPITH-
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TEHCHBHOCTU KOPTUKOCITMHAIBHBIX TpakToB 10 80,0—96,3% Ha
pa3HbIX ypoBHSX [29]. OmHaKO MPU 3TOM CYLIECTBEHHO MaaaeT
U crelrdUUHOCTb JAHHOIO IOKa3aTessl, MOCKOIbKY B KOH-
TPOJIbHOH TPYIIIE 3M0POBBIX TOOPOBOJIBLEB JaHHbINM (heHOMEH
Ha YPOBHE 3aTHero Oepa BHYTPEHHE KaIlCyJIbl peruCTpUpPYeT-
cs B 68,3% ciny4aes [29].

Bonee qyBCTBUTEIEHBIM U CIICHIAGDUIHBIM METOIOM BBISIBIICHHS
CTPYKTYPHBIX U3MEHEHUIN KOPTUKOCTIMHAIBHBIX TPAKTOB TPU
BAC saBnsercs muddysnonHo-tenzopHass MPT (IT-MPT)
[9, 10]. MeTon ocHOBaH Ha U3MEPEHUM BETUYMHBI ¥ HAIIpaB-
neHus iuddy3uu MosIeKy BOIbl B BELIECTBE TOJI0BHOTO MO3ra
[30]. Y maumenToB ¢ BAC BuIIBIEHO YMeHbIIeHNE (DPAKIOH-
Hoit anu3oTponuu (PA, ckanspHast BeTMYMHA, OIMChIBAIOIIAST
CTeIeHb YIOPSmOYeHHOCTH AH(D(Y3un) KOPTUKOCITUHATD-
HBIX TPAKTOB U JPYTMX MTPOBOIALLMX ITyTEH TOJIOBHOTO MO3Ta,
BKJII0Yas OeJToe BEIeCTBO JIOOHBIX I0Jeil M MO30JIMCTOE TEJIO;
OJIHAKO B OOJIBIIMHCTBE UCCICNOBAHMIA TAaHHBIE Pa3IUUMs pe-
TUCTPUPOBAUCH TOJIBKO Ha TPYIIIOBOM YPOBHE C CYIIECTBEH-
HBIM TIepeKpHITHEM 3HaucHUi (PA B Ipynmax HalUCHTOB U
300POBBIX N0OPOBOJIbLEB (CM. 0030phI [14, 23]). [To naHHBIM
MeTaaHanu3a ucciaenoBanuil ¢ npumeHenueMm AT-MPT mpu
BAC, 4yBCTBUTETBHOCTD M CIIEU(UIHOCTD 3TOTO METOMA CO-
crapistioT 68% u 73% cootBeTcTBEHHO [31]. ABTOPHI CAeanu
BBIBOJI, YTO JAHHBIN METOI HE MOXET PacCMaTpUBAThCS KaK
KJIMHUYEeCKU 3HauuMblil B auarHoctuke BAC. [InarHoctuye-
ckas 3HauuMocth JIT-MPT npu BAC moxeT ObITh yBeInueHa
MpU OlleHKe He Tonbko PA, HO M pamuanbHOil TuddOY3MOH-
Hocty. [Ipy TakoM ToIXo/e YyBCTBUTETBHOCTD U CTEIduy-
HOCTb METOJa MOTYT COCTaBIIATh 87,5% 1 85,0% cOOTBETCTBEH-
Ho [32], a miolaab Moja KpUBOH (IpU aHAIU3e paguaIbHOIM
11 Y3MOHHOCTH Ha ypoBHEe Hoxek Mosra) — 80,1% [33].
WNHTepecHO OTMETUTb, YTO OOJbLIEH YYyBCTBUTEIbHOCTHIO
(92%) v cnietmduaHocTbio (88%) mpu BAC Moxet obnamath
cHmxeHue DA 1 yBenuuyeHue paguanbHOi 1hdY3MOHHOCTH
NP MCCJIEOBAHNM MO30JIMCTOTO TeJa, a He KOPTUKOCTIMHATb-
HBIX TPaKTOB [34].

B HeckombKuxX KPYITHBIX MCCIENOBAHUSX U3YYaTUCh BO3MOX-
HocTH ipuMeHeHust MP-cniekTpockonuu B tuarHoctuke BAC.
Tak, mo gaHHBIM MccienoBaHus, mpoBeneHHoro P. Kaufmann u
coasT. (2004) ¢ BkmoyeHueM 160 maiueHTOB, yMEHbIICHUE OT-
HouleHus conepxanust N-anetunacnaprata (NAA) K KpeaTuHy
(Cr) B mepuuHoit MOTOpHOI Kope Tpu BAC mMeeT BRICOKYIO
YYBCTBUTEIBLHOCTD (86%), HO HU3KYIO crelduuHocTb (37%)
[35]. ITo naHHBIM ApYroi pabOThI, U3BMEHEHKME OTHOLIEHUS MU~
onnosutona (MI) Kk NAA obagaer 4yBCTBUTENBHOCTBIO 71% 1
cnenuduuHocThio 93% [36]. Eie omHuM MoTeHIMANBHO Tep-
CIIEKTHBHBIM JTHArHOCTHMICCKUM MapKepoM mpu BAC moxer
OBbITb CHIDKEHHUE COIep>KaHUSI TaMMa-aMMHOMACISIHOM KMCITO-
Tl (TAMK), BBISIBIEHHOE B HECKOJNIBKUX PabOTax ¢ UCMOJb30-
BaHnueM MP-criektpockonuu [37, 38].

B nccnenosanusax ¢ mpumeHenneM MP-mopdhomerpun y manm-
eHToB ¢ BAC BbISIBJICHO yMEHbIIEHHE 00beMa 1 TOIIIMHBI CEPO-
TO BEIIIECTBA B pa3IMIHBIX perroHax Mo3ra [39, 40]. [To maHHBIM
F Agosta u coasr. (2012), npu BAC Ha0monaeTcst yMeHbllIeHE
KOPTHUKAJILHOHM TOJNIIMHBI B TIEPBUYHON MOTOPHOM Kope, Tmpe-
(bpoHTaNbHOIM M BEHTPANbHOIN (DPOHTATIBHON KOpE, OCTPOBKE,
MOSICHOM M3BWJIMHE, HUXXHEW BUCOYHOM, TEMEHHOMW, MeaUalb-
HOM M JIaTepajibHOM 3aThIIOYHOM Kope [41]. Pe3ymbraThl 9THX
UCCIIeIOBAaHUI CBUAETENLCTBYIOT 0 Hannyuu pu BAC pacrpo-
CTPaHEHHOTO YMEHBIICHMS TOJIIMHBI KOPKOBOTO CJIOSI, KaK B
MOTOPHBIX, TAK U B HEMOTOPHBIX PETMOHAX TOJOBHOTO MO3ra,
OJIHAKO TMATHOCTUYECKOE 3HAUCHUE STUX U3MEHEHUIl B HACTO-
sfiee BpeMsl OKOHYATeIbHO He M3BecTHO [9, 23]. Tak, mo maH-
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HbIM MeTaaHanuza Z. Chen u L. Ma (2010), 4yBCTBUTETIBHOCTD
MP-mopdomerpun ipu BAC He nipesbiniaet 25% [42].

Cpemyn MeTonoB (DYHKIIMOHATBHON HEMPOBU3yaTN3aluy HaM-
OONbIINI MHTEpeC ¢ TOUKM 3peHMs auarHocTuku BAC BbI-
3bIBAET TMO3UTPOHHO-3MUCCHOHHas Tomorpadust ([19T) ¢
BF-¢ropnezokcurmokosoit (¥F-®/IT). Y maumentos ¢ BAC
MIPY TIPOBEACHNM JTAHHOTO MCCIEIOBAHUS BBISBISIIOTCS 30HBI
TUIoMeTab0/M3Ma B MEPBUYHOM MOTOPHOM, TIPEMOTOPHOI U
BUCOYHOH KOpe, a TAaKXe 30HBI TUTIEPMETa00IM3Ma B CTBOJIC U
MeIHaIbHOM BUCOYHOM Kope [43—46]. [To maHHBIM IBYX KpYII-
HBIX TIPOCTIEKTUBHBIX MCCIENOBAHUH, MMarHOCTUYeCKast TOY-
noctb *F-®JII ipu BAC cocrasnsier okono 93% [45, 46]. B 1o
ke BpeMsI HeOOXOIMMO NUMETh B BULY TEXHMUECKYIO CIIOXHOCTb
MeToIa 1 aHaJIN3a Pe3y/IBTaTOB UCCICIOBAHNS, a TAKXKE CYIIe-
CTBCHHBIE PA3INYMS, MTOJyYEHHbIE TIPU 00CTeOBAHUM Pa3HBIX
TPYIII TAaIIEHTOB.

YuuteiBas HEZOCTATOYHYIO YYBCTBUTECIBHOCTh M CHEIM(DUY-
HOCTH OTAENBHBIX PEKMMOB M IIPOTOKOJIOB HEMPOBU3YaH3a-
1y B quartoctrike BAC, B HECKONBKUX UCCIIETOBAHUSIX H3Y-
YajIach IMarHOCTUYECKAs 3HAUMMOCTh KOMOMHAIIIH METOIOB.
B uccnenoanuu, nposeneHHoM B.R Foerster u coasr. (2014),
M3yJanach AMATHOCTHYECKAs 3HAYMMOCTh OJHOBPEMEHHOTO
npoBeneHus: MP-creKTpockonuu ¢ OLEHKON coaepxKaHuUs
T'AMK B nepsuuHoit MoTopHoii Kope u AT-MPT ¢ onpene-
neaneM MA Ha ypoBHe 3agHero 6eapa BHYTPeHHEH KaIICyIIbL.
briio mokazaHo, YTo KOMOMHALMS 3TUX IBYX HelipoBu3ya-
JIU3AIMOHHBIX METOIUK CYIIECTBCHHO MPEBOCXOMUT II0 WH-
(opMaTMBHOCTM KaxIblii METOA B OTAEAbHOCTH. Tak, eciu
OllcHKa TOJNBKO M3MeHeHMiT DA 00jamaeT IyBCTBUTEIBHO-
CTbI0 M crenubuyHocTbio 86% 1 70% COOTBETCTBEHHO, TO
MPY WCTONB30BaHUM KOMOMHALIMM METONOB UYBCTBHUTE]b-
HOCTb U cHenubrIHOCTh yBennuuBaiotces 10 93% u 85%
cooTBeTCTBeHHO [47]. B mMccinenoBaHuu, MpoBeAeHHOM A.
Cervo u coasrt. (2015), ucroab3oBanack Apyras KOMOUHALIUS
HelpoBU3yaIM3alMOHHBIX MeTON0B: cTaHmapTHas MPT B pe-
xkuMe T2 ¢ OIEeHKON TUIIOMHTEHCHBHOCTH IMPEICHTPANTbHOI
M3BWIMHEL 1 MP-cniekTpockomnust ¢ ornpeneneHreM YPOBHS
NAA. UyBCcTBUTENBHOCTD U CIIELIU(PUIHOCTD COCTABUIIN COOT-
BeTcTBEHHO 78,6% 1 82,1% U1 KOMOMHALIMK METOIOB, UYTO
CTaTHCTUYECKU 3HAYMMO OOJIbIIIe, YeM JUIS KaXI0ro MeToaa B
oTaeabHOCTH [48].

JlanbHEWIIMM HampaBleHUEM COBEPLICHCTBOBAHUS AUArHO-
CTUYECKOM TOYHOCTH BBISIBJICHHS TIOPAXKeHMST BEPXHETO MOTO-
HelipoHa npu BAC MoxeT ObITh KOMOMHALIMSA METOIOB Heipo-
pusyanuzaimu 1 TMC. Tak, B omHO#M 13 paboT, MPOBEAEHHBIX
C. Pohl u coasr. (2001), ObLTO TOKa3aHO, YTO MCIIOIH30BAHHUE
komOuHaiuu MP-cnekrpockonuu 1 TMC mo3BossieT BbI-
SIBUTh U3MeHeHUs1 B 77% ciydaeB, 4To CTaTMCTMYECKHU 3HAYH-
Mo OoJblile, YeM [AJIsI KaXaoro Mertoaa B oTaeabHocTH (MP-
criekrpockorust — 53%, TMC — 63%) [49]. B uccnemosanumn
J. Furtula u coaBr. (2013) moka3aHo yBeIMUeHUE YYBCTBUTEIb-
HOCTH BBISIBJIEHWS TIOpaXkKeHMS! BEPXHETO MOTOHEHMpOHA Tpu
nono3penuy Ha BAC 1pu ofHOBpEMEHHOM yYeTe Pe3ylbTaToB
TpoitHo#t ctumynauuu U AT-MPT. U3onupoBaHHas TpoiiHas
CTUMYJISILIUS BBISIBIISUIA M3MEHEHUS Y 54% MallieHTOB ¢ MO0~
3peHreM Ha BAC 6e3 mpu3HaKoB MOpaxXeH!sl BEPXHETO MOTO-
HeipoHa, nsonuposanHas IT-MPT — y 25%, Torma Kak KoM-
OuHaiys MeTonoB — y 74% [50]. Ewie 6onee nH(GpOpMATUBHOK
MOXeT ObITh KOMOMHAIMS MOP(HOMETPUM, OLICHUBAIOILEH TON-
HIMHY TTePBIYHON MOTOpHO# KOpHl, ¥ TMC mapHBIME CTAMY-
JlaMU, OIIEHMBAIOIEeH HapyLIeHUs] BHYTPUKOPKOBON TOPMO3-
HOI HeHpOTPaHCMUCCHU: TAKOM TIOIXO/ BEISBISCT M3MCHEHHS
B 88% ciy4aeB, a Ipy yueTe TOMIINHBI BUCOYHOI KOPHI — B 96%
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cmygaeB. O4eBUIHO, YTO HAMOOMEE TIEPCICKTUBHBIM SIBIISICTCS
KOMOMHUPOBaHHBIN aHanu3 [S1].

Crnemyet OTMETUTB, UTO BbISIBICHUE TIPY MPOBEACHN Y HEWPOBU-
3yalu3aluy TOpaXeHns] BEePXHETO MOTOHEHPOHA Y MAllMEHTOB
C KJIMHUYECKU OMNpENeNseMbIM IMMPAMUIHBIM CMHAPOMOM He
JIaeT HOBOM JMarHocTveckoit nHdopMaimu. bonee BakHBIM
SBNISIETCS M3YyYEHUE AMATHOCTMYECKOM 3HAYMMOCTH HEWpo-
BU3yaJM3allMU MPU CUHIPOME M30JUPOBAHHOTO TOPAXEHUS
HuxHero MotoHelipona (IIMA), xorma auddepeHIaTbHbIHA
JIMaTHO3 MOXET OBITh 0COOEHHO TPYAHBIM. B Takoit cutyarmu
YyBCTBUTEBHOCTh HEMPOBU3YATN3ALMOHHBIX METOIMK CYIIe-
CTBEHHO YMEHbIIIAETCSI, COCTaBIIsIsA, HAapuMep, He 6oree 25%
st AT-MPT [50] u okosto 60% nist MP-criekTpockomuu [35].

Takum 00pa3oM, [0 HACTOSIIET0 BpeMEHW ITUArHOCTUYECKUE
BO3MOXHOCTH METONOB HelipoBusyanuzauuu npu bBAC orpa-
HuYeHbl. Hanbonee mepcreKTHBHBIM TIPECTABISETCS KOM-
OMHAUMST HECKOJNbKMX HeWpoBM3yalM3allMOHHBIX METOAOB, a
TaKXe MX MpuMeHeHue coBMecTHO ¢ TMC i KOMITIEKCHOIM
OLIEHKM CTPYKTYPHBIX U (DYHKLMOHANbHBIX M3MeHeHui. He-
00XOIMMBI TJaJIbHEHIIINE NCCIIeOBAHUSI TS TIOMCKA ONITUMAaJTb-
HOIl KOMOMHALIMK METONOB, 00JagaoNieil BHICOKO YyBCTBHU -
TeJbHOCTBIO U CeU(UYHOCTBIO B frarHoctike bAC.

HeiipoBu3yam3amuoHHbIe MAPKEPBI
TMPOrPECCHPOBAHHS 32001€BAHHS

MOHUTOPHHT M OIEHKA IPOrPecCHPOBaHMS 3a00IeBaHUS TIPU
BAC 10 cux mop ocTaroTcsl cepbe3HOi MpobneMoii Kak B py-
THHHOHN KIIMHAYECKOM TIPAKTHKE, TaK U TIPH MIPOBEACHUN KITH-
HUYECKMX HCCIAENOBAHMI HOBBIX METONOB JIEUCHHUS. YBeM-
YeHHe B TIOC/EIHKE TOIbl YaCTOTHI MCMojb3oBaHus Tpu BAC
HEWHBA3UBHON BEHTWISLIUY JICTKUX JeTaeT 3aTPyIHATEIBHBIM
UCTIONb30BaHKE B KayecTBE MEPBUYHON KOHEYHOW TOYKU Ta-
KOTO TOKa3aTeis, Kak BhIKMBaeMocTh [52]. Bo MHorux uccrne-
JIOBaHMSX B KaYeCTBE CYPPOTaTHBIX KOHEYHBIX TOYEK MCIIOJIb-
3y10TCsl (hopcUpOBaHHas KM3HEHHass eMKOCTb Jierkux ((p2KEJT)
n nepecmorpeHHas Illkana Hapymenuit ¢yHkumii npu BAC
(ALSFRS-R, ot anrn. — ALS functional rating scale revised),
KOTOpBIE, OMHAKO, HE 00J1aHaloT JOCTaTOYHOM YyBCTBUTEIBHO-
ctbio0 [53]. [peanonaraeTcst, YTO OTKPHITHE HOBBIX OMIOMapKepOB
nporpeccupoBanist BAC MoxeT mo3BoMTh ONITUMU3MPOBATH HA
paHHEM 3Tare BHIOOp MpenapaToB Ay UX 0ojee IyOoKOoro u3-
yYeHUs1, KaueCTBEeHHee OlleHUBATh 3 (eKTMBHOCTh MPeTnapaToB
1 YMEHBIIUTD IPOAOKUTEILHOCTD UCCIIENOBAHMIA [54].

Hawnbonee m3ydeHHBIM HEHPOBU3YATU3ALMOHHBIM MapKepoM
MPOrpecCUpOBaHUSl  HelpolereHepaTUBHOIO Ipolecca IIpU
BAC sBnsiercst uameHeHre A KOPTUKOCTTMHATBHBIX TPAKTOB,
OIHAKO B MCCIENOBAHUSIX C MPUMEHEHHEM 3TOr0 METOma II0-
JIy4eHBI TPOTUBOPEUMBBIE pe3yiIbTaThl. Tak, B YacTH WCCIIEN0-
BAHMI TIOKa3aHO YMEHBIICHNWE NAHHOTO ITOKA3aTeNs 10 Mepe
MporpeccupoBaHusl 3a00JieBaHuUSI TIPY TIOBTOPHOI OLIEHKE Yepes
6—8 Mec [55—57], a TakXe BhISIBIEHBI CTATUCTUYECKU 3HAUMMbIE
KOPPEeJISIUY ¢ KIMHAYECKH OLIEHMBAEMbIM IIPOrPECCHPOBAHM-
eM 3abonesanus [56, 58]. I1o JaHHBIM ApYrMX paboT, MOKa3a-
Tesib A KOPTUKOCTIMHANBHBIX TPAKTOB OCTACTCS CTAOMIBHBIM
[59-62] 1 He oTpaxaeT M3MEHEHWIl KIMHMYECKON KapTUHBI
[56, 63]. TTo nanHbIM Y. Zhang 1 coasr. (2011), pacueTHast MoIII-
HocTb JIT-MPT B oLigHKe nporpeccupoBaHus 3a00J1eBaHUs TTPU
BAC cocrapisier 80% Tipy yCIIOBUM BKITIOUEHUS KaK MUHIMYM
46 maiyeHToB [64]. BoMbIIMHCTBO MPOIOIBHBIX UCCIEN0BAHMIA
¢ npumeHeHueM I T-MPT Bkimovano MeHee 20 malMeHToB, YTO
MOXET OBITh OTHOM M3 MPIYMH 3HAYNTETLHBIX Pa3TAIUiA TIOTy-
YeHHBIX B HUX PE3yJIETaTOB.
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[IpotBoOpeurBLIC HaHHBIC ITOJTYyYeHBI W IIPU OLCHKE H3-
MEHEHUS KOPTUKAIbHOM IJIOTHOCTU C IpuMeHeHuem MP-
MopdoMeTpuu B TuHaMUKe. Tak, 1Mo JaHHBIM HEKOTOPHIX pa-
60T, y manmeHToB ¢ BAC HabmomaeTcss yMeHBIIEHUE TOJIITHEI
LepeOpabHOM KOpbI B IMHAMUKE ITPY TOBTOPHOM MTPOBEICHUU
nccaenoBaHus yepe3 3—12 Mec, Koppeaupylolee co CKOpo-
CTBIO TIPOTPECCHPOBAHUS 3a00/I€BAHMUS 110 JAHHBIM KIMHUYE-
cKolf omeHKH [59, 65]. B To Xe BpeMs B 4acTH MCCIIeIOBAHUIA
TIOJTy9CHBI HETAaTUBHBIC PE3Y/IBTaThl: HE BBISIBICHO M3MCHEHUS
KOPTUKAIbHOM TOJIIMHBI B AMHAMUKeE [39] Wi CBSI3U MeXIy
€€ yMeHbLICHUEM M KIMHMYECKUM IIporpeccupoBaHuem [63].
B onHoM 13 HamMboJIee KPYIHBIX UCCIENOBAHUI TOKAa3aHO, YTO
nipu MoHuTOpuHre pe3yibratoB AT-MPT u MP-mopdomerpun
B TeUeHMEe 9 MeC MOXHO BBISIBUTH CTATHCTMYECKM 3HAYMMOE
yMeHbIneHne OA KOPTUKOCTIMHABHEIX TPAKTOB 1 YBEIMUCHIE
pamuaIbHON T GY3MOHHOCTH, B TO BpeMs KaK KOPTHKAIbHAsI
TOJIIMHA MPELUEeHTPaTbHON U3BUIMHBI B TE€UEHHE TOTO Xe Iie-
prozia HaOMIOAEHUS OCTAaBaNaCh HEM3MEHHOI [66].

B uccrenoBanusix ¢ npumeHeHueM MP-criekrpockonuu mo-
Ka3aHO yMeHbIeHHe y manueHToB ¢ BAC mo mepe mporpec-
CUpOBaHUS 3a00j1eBaHUST KOHIIEHTpalud NAA B MepBUYHOI
MOTOPHOI KOpe M YMeHbIIeHUsS oTHOIIeHNS NAA K XOJIHHY
(Cho) umu Cr [67—77]. Ilo naHHBIM ABYX pa0OT, M3MEHEHUS
KOHIIEHTPAIIMY TaHHBIX META00JIMTOB CTATUCTUYECKH 3HAUMMO
KOppEeIUpYeT ¢ KIMHIYECKUM TIPOTPeCcCHPOBaHNEM 3a00J1eBa-
Hus [68, 72]. MP-crieKTpocKomMsI MO3BOJISIET TAKXKE BBISIBIISATH
M3MEHEHMS COIepXKaHUS HEHpOMeTaOOIUTOB IIPH IpUMEHE-
HUY JIeKapCTBEHHBIX MpenapaTtoB. HampumMep, nokasaHo, yTo
Ha3HaueHWe PWIy30Jia TIPUBOIUT K YBEJINYCHUIO OTHOIICHUS
NAA/Cr B mepBUYHOII MOTOPHOI U JAOTIOJHUTENILHON MOTOD-
HOM KOpe, KOTOPOEe MOXET OBITh BBISIBJIEHO yXe Uepe3 CYTKU
TTocJIe TIepBOTo MPUMEHEHNS npemnapata [73].

OmHMM M3 HOBBIX ITOAXONOB K OIEHKE IPOrPeCcCHPOBAHMUS
3a0oseBaHus mpu BAC u mpyrux HeiipormereHepaTUBHBIX 3a-
00JIeBaHUSAX MOXET OBITH M3YYeHME PACIPOCTPAHEHUs TaTo-
JIOTMYECKOTO MPOIIecca B YCIOBUSX iNl Vivo B COOTBETCTBUU C
npuoHomnono0Ho# (prion-like) Teopueit. CornacHo maHHOMN
TEOPHH, IPOrPecCHpOBaHIE MATONIOIMIECKOTO Tpoliecca Mpu
HeliponereHepaTUBHBIX 3a00JIeBAaHUSIX MOXET OBITb CBSI3aHO
C TpaHCCHHANTUYECKUM PACIpOCTpaHEHWEM OENKOB C He-
MPABUJIbHOM YKIIAAKON OT KJIETKU K KIJIETKE B COOTBETCTBUU C
HelipoaHaTOMUel U Tomorpadueil MPOBOAAIIMX MyTel TONI0B-
Horo mo3ra |74, 75]. Tak, y mauueHoB ¢ bAC Haubonee BbI-
paxkeHHbIE CTPYKTYPHbIE U HYHKIIMOHATbHbIE U3MEHEHHUSI, TIO
naHHbiM IT-MPT u MPT mokosi, XapakTepHsl Ul PeTHo-
HOB MO3Ta, UMEIOLIMX TIPSIMYI0 CUHATITUYECKYIO CBSI3b C TIEp-
BUYHOI MOTOpHOI Kopo#t [76]. TIpuoHOMmono6HbIe CBOMCTBA
9KCTEPUMEHTAIbHO T0KA3aHbl AJis Takux 6enkoB, kak SODI,
FUS (fused in sarcoma/translocated in liposarcoma protein)
u TDP-43 (TAR DNA binding protein-43) [75]. ITocnemuuit
0eoK MpUBIEKaeT 0c000e BHUMAHUE, T.K. SIBJSIETCS OCHOB-
HBIM KOMITIOHEHTOM YOUKBUTHHCOMEPXKAIIUX BKITIOYEHWH, BbI-
SIBISIeMBIX Y 6osbinHeTBa nanueHToB ¢ BAC [77]. B 2013 .
J. Brettschneider ¥ coaBT. Ha OCHOBaHUM U3y4YEHUS JOKAIU-
saiun TDP-43-cogepxalumx BKIIOYEHHA B 76 ayTOIMCHIAHBIX
cnyvyasgx BAC mpemioXuad BbIeNSTh 4 CTaiud MaToJOTU-
YecKOoro mpolecca (OJaHHas cXeMa CXOIHA C IIPeAIOXEeHHOM
CTaguitHOCThIO O0Je3Hu TlapkuHCOHA HA OCHOBAHUM JIOKAIHU-
3all1 0.-CUHYKJICMHOBBIX BKJTIoUeHUi) [78]. st monTBepxe-
HUSI 3TOM MOJIENH B YCIOBUSX in vivo J. Kassubek 1 coasr. (2015)
MpeToXuIn ucronb3oBath AT-MPT ¢ aHanu3oM CTpyKTyp-
HOTO TIOBPEXIEHMS MPOBOISIIMX TYTel, BOBIEKAIOIIMXCS B
MaTOJOTMYECKUIA MPOLECC HA pa3HbIX CTaIMsAX 3a00JeBaHUS
[79]. ABTOpH! omeHMBanu MA TISITH «TPaKTOB MHTEpeca», II0-
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paxaembIx 1pu BAC Ha pasHBIX CTamMsIX: KOPTUKOCIIMHAIb-
Horo (ctamusi 1), KOPTUKOPYOPAJIbHOIO ¥ KOPTUKOMOCTOBOTO
(cTamus 2), KOPTUKOCTPUAPHOTO (CTaaust 3) ¥ MPOKCUMAITbHOM
nopiuu nepcdopantHoro (ctaaust 4). B uccnenosanue Obuin
BktoueHsl 111 mauuentoB ¢ BAC u 74 310poBbIX 1OOPOBOJIb-
1a. PesynpraTel MccnenoBaHus B LIEJIOM ITOATBEPIMIN TaHHBIC
J. Brettschneider 1 coaBT., mojay4eHHbIE Ha ayTONICUITHOM Ma-
tepuaie. Tak, HauOoNbIIMe pa3nuuus 3HayeHuit DA Mmexmy
nanueHTaMu ¢ BAC u 310poBbIMU ObLIM BBISIBICHBI AJISI KOP-
TUKOCTIMHAIBHOTO TPaKTa, TIOPaXXaeMOTO CAMBIM TIEPBLIM, TOT-
Jia KaK JUIST OCTAJIbHBIX MYTel ypOBEHb 3HAUMMOCTH Pa3IMIMit
YMEHBIIAJICS TI0 Mepe YBeNMYeHMs] CTaauu 3abosieBaHus, Ha
KOTOPOi TaHHBIA TyTh BOBJIEKAETCS B MATOJIOTMICCKHIA TIPO-
uecc. OmpeneneHHass Ha ocHoBaHMM pesynsratoB JAT-MPT
cragus 3a6omeBaHus (0T 1 10 4) CTAaTHCTUYECKH 3HAYUMO KOP-
peaupoBaa ¢ KIMHUYECKON OLIEHKON TSKeCTH 3a00JeBaHUS
no ALSFRS-R u ero mpopomkutenbHocTbio. [laneHThl €
Oosee BbICOKO# cTamueii, mo gaHHbIM IT-MPT, umenu Gonee
TpyObIii HEBPOJIOTMYESCKUM AePUIIUT M OOJIBIIYIO TIPOTOJIKHU-
TeJILHOCTD 00J1e3HM [79].

HeiipoBusyami3anmonHbie mporHocTideckue Mapkepbl mpu BAC

Haxe B xnaccuueckux ciydasx BAC TeyeHue 3a0o0JieBaHUS
XapaKTepu3yeTCcs BBIPAKEHHON TIeTepOreHHOCThlo. Tak, mpu
MeJraHe BbDXKUBaeMOCTH 34—41 Mec 4eTBepTh MAlMEHTOB C
BAC xusyt 6oiee 5 jet, a npu meauane 10% — Gosee 10 net
[80]. YcTaHOBNIEHO HECKONBKO KIMHUYECKUX U JJAOOPaTOPHBIX
MPeIMKTOPOB HeOIArompuATHOTO IIporHo3a mpu BAC, omHako
MIPOrHO3MPOBAHUE CKOPOCTH MPOrpecCUPOBAHNUS 3a00JIeBaHUS
y KaXI0T0 KOHKPETHOTO MAllMeHTa OCTAeTCsl CEPhe3HOM Mpo-
071eMOii, 4TO TPeOYeT COBEPIICHCTBOBAHMS O0BEKTUBHBIX MPO-
THOCTMYECKMX MapKepoB [81].

B Hacrosiiee BpeMsi poBeAEHbI JIUIITb eTMHUYHbIE UCCIeI0Ba-
HUS, HaITpaBJIeHHBIC Ha MTOMCK IIPOTHOCTUYECKUX HEIpOBU3ya-
J3alMOHHBIX MapkepoB pu BAC. OnHUM U3 TaKKX MapKepOB
MOXeT OHITh cooTHoIIeHre NAA/Cho B mepBHYHOI MOTOp-
HOIl Kope, onpenensemoe npu MP-cnekrpockonuu. Y nmauu-
eHTOoB ¢ cooTHolleHueM NAA/Cho B MOTOpHOIi Kope Gosblie
2,1 TIPOTHO3 CTATUCTHMUYECKU 3HAYMMO XyXKe, UeM Y MalueH-
TOB C OTHOIIEHMEM MeHbllIe 2,1, ¢ MeIuaHO! BbLKMBAEMOCTHI
19,4 1 31,9 mec cootBeTcTBeHHO [82]. [To3Xe 3TH JaHHbIE ObLIN
MoATBEpX/eHbI B uccnenosanuu T. Pyra u coast. (2010) B Buzme
CTAaTUCTHYECKY 3HAYMMOI KOPPEISIIMOHHOM CBSA3M MEXIY CO-
orHomeHneM NAA/Cho B MOTOPHOIT KOpe M TSKECTBIO CHM-
TITOMOB 3200J1€BaHUS U €T0 MPOrPECCUPOBaHUEM TIPU TUHAMMU-
4yeckoM HabmoneHuu [83].

B nByx nccienoBaHMsIX MOKa3aHa TAKKe MPOTHOCTUYECKas 3Ha-
yuMocTsb JIT-MPT. Ilo manusim EAgosta u coasr. (2010), 3Ha-
yeHne MA KOPTUKOCTIMHATBHBIX TPAKTOB SIBJISETCS HE3aBHCH-
MBIM ¥ CHJTBHBIM IPSIUKTOPOM BEDKMBAEMOCTH. Y TIAIIEHTOB
co 3HaueHneM DA meree 0,56 BEIKMBAEMOCTD TP TPEXJIETHEM
HaOmogeHny coctaBuia 42%, a y MalMEHTOB CO 3HAYEHUEM
®A 6osee 0,56 — 90% [84]. 1o nannbiM R.A. Menke u coaBT.
(2012), 3Hauenne MA Ha ypoBHE 3amHero Oeipa BHYTpEHHeEN
Karcy/bl MeHee 0,62 siBnsieTcs: IpeauKTOpOM 6osiee BhICTPOro
MIPOrpeccupoBaHys ¥ HEOTarompusITHOTO TporHo3a [56].

[Mpornoctnueckoe 3HayeHue npu BAC MoryT umeTh 1 U3MeHe-
HUS, BBISIBJISIEMbIE MIPU MpoBeAeHUU (YHKIMOHATbHOH MPT
(dMPT) ¢ nBuTaTenpHOI MapagurMoii. B HecKoMbKIX paboTax
y nauueHToB ¢ BAC mokazaHo yBennueHue 00beMa aKTHBaLK
B HIDKHEl T00HOM u3BuiuHe (mojie 6 o bponmany) KoHTpa-
JIATePaIbHOTO TOAYLIApUS M TEMEHHBIX JOJISIX C IBYX CTOPOH
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[85], GasanbHBIX TaHIIMAX, CTBOJE MO3ra M MO3xeuke [86], a
TakXe B ceHCoMOTOopHoii Kope (1, 2 1 4 nmong no bpoamany),
HWKHEW TEMEHHOW JOJIbKe W BEpXHEW BUCOYHOM W3BUJIMHE
[87] mpu BBIOMHEHUU TIPOCTOTO ABUTATeIbHOTO 3amaHus. 1o
naHHbiM A. Poujois u coast. (2013), yBeauveHue aKTUBALUU
KOHTpaJIaTepaabHOM TEMEHHOM KOPHI CTAaTUCTUYECKM 3HAYUMO
OTPUIIATEIbHO KOPPETUPYET CO CKOPOCTHIO MTPOTPECCUPOBAHMS
3200J1€BaHUS TIPU JAJbHEUIIEM TUHAMUYECKOM HAOMIONCHUN
1 MOXET paccMaTpuBaThcsl B KauecTBe 0J1aronpusiTHOrO Mpo-
rHoctuyeckoro ¢axropa (p=0,001) [88]. [IpeanonaoxeHo, 4To
pacIIMpeHre 30H aKTHBAIMU TPY BHITIOMIHEHUH ABUTATEIbHON
3ama4yn y manreHToB ¢ BAC HOCHT KOMITEHCATOPHBIN XapaKTep
1, BO3MOXHO, HAIIPaBICHO Ha IOIIEpXKaHWME IBUTATEIbHOMN
(yHKIMM B OTBET Ha Mporpeccupyoliee AereHepaTUBHOE IM0-
paxeH1e KOPKOBBIX MOTOHEHPOHOB. DTH JaAHHBIE COTTACYIOTCS
¢ BbIsIBICHMEM y MauueHToB ¢ BAC rumnepBo30yaMMocTy Mo-
TOPHOM KOPBI ¥ PacHIMPEeHHs 30H KOPKOBOTO IIPEICTABUTEIb-
crBa MbII npu nposeneHuu TMC-kaptupoBanus [89, 90].
JlaHHEBIA (peHOMEH TaKxXe MOXKET OBITh CBS3aH C TOpakKeHUEM
TOPMO3HBIX MHTEPHEHPOHOB, OTpaxas TaKuM o0Opa3oM pas-
BUTUE TUnepBo30oymuMocTu [9]. Ero manbHeiiinee usyyeHue
MOXET MMeTh OOJbINOe 3HAUYCHHE KaK U YTOUHEHUS PO
HEeMPOILIACTUYESCKUX TIPOIIECCOB M TMIEPBO3OYAMMOCTU IIPH
HelipoIereHepaTUBHOM IIpoIiecce, TaK M ISl CO3MaHUsT HOBBIX
METOIOB MOAY/ISIIMY BO30YANMOCTH KOPHI TOJIOBHOTO MO3TA.

Orpa}mqeﬂml H NEPCICKTUBBI

B mocenHme ToMB B HECKOIBKHUX 0030PHBIX CTAThsIX AKTHBHO
00CYXIaloTCsl OTPaHUYECHUS HEHPOBU3YaTU3ALIMOHHBIX HC-
cnenoBanuii Heiiposusyanuzauuu npu bAC. A. Chio u coast.
(2014) BBIIEISIOT ClIEAYIOIINE OCHOBHBIC OTpaHMIEHUS: MaJIbIe
pa3mepbl BBIOOPKU OO0JIbHBIX B 0OJbIIMHCTBE paboT (MearaHa
KOJIMYECTBA MALIMEHTOB COCTAaBJISICT 25 I MCCICIOBAHUIA C
npuMeHeHreM MPT u 12 114 vccnenoBaHuii ¢ MpUMeHEHUEM
I19T); HemocTaTouyHOE KIMHMYECKOE OMUCAHKE, OTPaHUYCH-
HO€ B OOJIBIIMHCTBE PA0OT TONBKO TOJIOM, BO3PAacTOM, (POpMOii
U TIPOIOJIKUTETHHOCTBIO 3a00JIeBaHNS ; PEIKOE NCTIONB30BaHME
B KaueCTBE TPYIILI KOHTPOJIS MaiieHToB ¢ BAC-TI0moOHBIME
CHHIPOMaMM; MaJloe KOJIMYECTBO MCCIIEIOBAaHUI C TIPUMEHE-
HUEM HECKOJIBKHMX PEXMMOB WM IPOTOKOJOB HEHpOBU3Ya-
muzauuu [9]. Mo muenuto E. Verstraete u B.R. Foerster (20195),
OCHOBHBIMH OTPaHMYECHUSMU SIBISIOTCS IPOBEICHIE TOJIHKO
IPYIIIOBOTO aHalK3a B OOJNBLIMHCTBE paO0T U HECOOTBETCTBUE
BKJTIOUAEMBIX B MCCIICIOBAHMS TPYIIIT MAIIMEHTOB X PEATbHOMY
KIMHI4YecKoMy npodunio [24]. B GonbIIMHCTBO MCCIemoBa-
HUU BKJIIOYATKCH MALMEHThI C YCTAHOBJICHHBIM TOCTOBEPHBIM
IMATHO30M Ha CTagWM TeHepaln30BaHHOTO IIpoIlecca M IIpo-
TOJDXKUTEbHOCTBIO 3a00/1eBaHMs 0onee 1—2 nieT. B To xe Bpemst
peasrbHast TOTPEOHOCTh B YTOUHEHNU ITMArHO3a, KaK MPaBHJIo,
BO3HMKAeT B caMOM Jie0roTe 3a00/1eBaHus (mepBbie 6—12 Mec),
KOTJa MIMEIOTCST TOJIBKO JIOKATbHEIE TIPOSBIICHUS WIA KITMHM-
qeckas KapTuHa HetunmaHa st BAC (Hampumep, OTCYTCTBY-
10T IPU3HAKHY MOpaXXeHUs BepXHero MoToHeiipoHa). Haunbonee
TIePCTICKTUBHBIM TIPEICTABIACTCS BKIIIOUCHNE MYITBTHMOIAIh-
HO¥ HEMpPOBU3YyaIU3aLUM KaK OJHOTO U3 IIYHKTOB IMArHOCTH-
YecKoro o0ce10BaHus MALMEHTOB C «oao3peHreM Ha BAC»,
B T.4U. B CIyJasix, KOTIa MOCIe 3aBepIICHIS BCeX TMAarHOCTHYC-
CKUX MEPONPUATHIA WK MOCIe TUHAMUYECKOT0 HaOII0AEHUS
MOXET OBITh YCTAHOBJICH ANBTCPHATUBHEINA MWArHOo3. TOJBKO
B TaKOM CJIyyae BO3MOXHA TOYHAs OIEHKA MMAarHOCTUYECKUX
BO3MOXHOCTeH HelipOBU3YaTM3alIMIOHHBIX METONIOB C OTIpere-
JIEHUEM UX YYBCTBUTEIBHOCTH U CTICHUGDUIHOCTH.

JI0 HACTOSIILIErO0 BpeMEHM BO3MOXHOCTH HEKOTOPHIX METOOMK
HelipoBusyanusaiyu mpu bAC u3ydeHbl HeI0CTaTOYHO, OHAKO
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B TIpEIBAPUTEIIBHBIX NCCICIOBAHMIX ¢ MX IPIMEHEHNEM TIONY-
YeHbl 00HaJeXMBaoIIue pe3yasTatel. Cper MoJ0OHBIX METO-
MK MOXHO BbIIeUTh MPT ¢ mepeHOCOM HaMarHMIEHHOCTH,
CITOCOOHYIO BBISIBIISITH CTPYKTYPHBIE U3MEHEHMSI B O€JIOM Bellle-
CTBE, KOIa NPUMEHEHUE IPYTUX PEXUMOB ABIAETCA MAJIOMH-
dopmatuBHBIM. [ToKa3aHO, YTO ¢ TIOMOIIBIO JAHHON METOMUKY
TUTIEPUHTEHCUBHOCTD KOPTHKOCITMHAJIBHBIX TPAKTOB B PEXIME
T1 SE MTC moxer ObITh BoisiBieHa y 80% maumenTos ¢ BAC co
crienrduyHoCcThIO, 6113K0M K 100% [27]. Bonbliue nepcrnekTr-
BBI MOTYT OBIT CBSI3aHBI TAKKE C PacIIMPEHIEM BO3MOXHOCTEH
BU3yaJIM3allMy CIIMHHOTO MO3ra MPH MCIONb30BaHUU BBICOKO-
TIOJTBHBIX TOMOTPa(OB 1 OBICTPHIX MMITYJIbCHBIX MOCTIEIOBATEITh-
HOCTEH, NaNbHEWIIUM H3YyYeHHEM IUCHYHKLIMU TOPMO3HOIA
HeltpoTpaHcMuccuu (¢ mpuMeHeHreM MP-crieKTpocKonuu uiu
MOT ¢ "C-pnymazeHWIOM) ¥ MU3MEHEHM I (DYHKLIMOHMPOBAHNS
HepOHAJIbHBIX CeTel M KOHHEKTUBHOCTH [9, 13, 24].

Cpeau BaxKHBIX M TIEPCTICKTUBHBIX HAIIPABICHUH MCCIeN0BaHUI
MOXHO OTMETHMTB MOMCK CHEIM(MIIECKUX HelpoBM3yaTn3alm-
OHHBIX MapKepoB OTHENBHBIX TeHeTHYecKuX BapraHTOB BAC
W TIPOBEleHUE KIMHMKO-TeHETUKO-HENPOBU3YaTM3aIMOHHBIX
comocTapineHuiA. Tak, TIpy OMHOM M3 TEHETHICCKHX BAPHAHTOB
BAC, o6ycnosnenHom myrtauuein D90A B reHe SODI, He BbI-
SIBJIEHO 3HAYMTENbHOTO CHIZKEHWS CBSI3bIBAHMS pamrodapm-
npenapara npu nposegeHuu [19T ¢ ''C-daymaseHuioMm, 4to
TIPEIoJiaraeT OTHOCUTENBHYI0 WHTAKTHOCTh TOPMO3HBIX MH-
TepHelipoHOB B HeokopTekce [91]. IIpemmomaraercs, 4rto 3TO
MOXET ObITh KJTI0YeBOW MPUYMHOI Oosiee 100pOKaYECTBEHHOTO
TeUeHHUS 3a0051eBaHMS (€TO TIPOXOIKUTEIBHOCTD TP HAIITINT
JaHHOI MyTallMM, Kak IpaBuio, mpesbiiiaet 10 set). dpyroit
npumMep — cnydau BAC, cBsi3aHHbIE ¢ 9KCMIAHCHEl TEKCaHYKIIe-
OTUAHBIX TIOBTOPOB B reHe CIORF72, TIpu KOTOPBIX YacTo OT-
MeYaloTcsl KOTHUTHBHBIE HapyleHus. MophoIornieckM cyo-
CTPaTOM MX Pa3BUTHSI MOXET OBITH O0JIee BRIpaXkeHHAsI aTPOHIS
SKCTPAMOTOPHBIX YYAaCTKOB HEOKOPTEKCa, BKIIOYasi JIOOHBIC
Jom, 0ojiee BRIpaXKeHHAsI Y HOCUTENICH 3TOM MyTallld, 9eM Y
JPYTUX MALUMeHTOB [92].

WHTtepecHbIM HanpaBieHUEeM IPUMEHEHMS HeMPOBU3YaTN3aIiT
SIBJISIETCS TOUCK HauOoJiee paHHUX MapKepOB MOpaXKeH!sT HEPB-
HOH CUCTEMBI Y 0€CCUMITTOMHBIX HOCUTEICH Kay3aTUBHBIX MyTa-
1A, 9YTO MOKET CHITPATh OOJIBIIYIO POJIb B U3YYEHUHU MATODU3HO-
Jloruu 3abojieBaHMsl U pa3paboTKe MOAXOMOB K MPEBEHTUBHOM
tepanuu. [TokazaHo, 4yTo y OECCUMNTOMHBIX HOCUTEIEH MyTa-
1wii SOD 1 MOXKHO BBISIBUTB CHIDKeHIE DA KOPTHKOCTTMHATBHBIX
TpakToB [93] 1 yMeHbIIeHNe comepkaHuss NAA B CITMHHOM MO3-
re [94], a y 6eccumnToMHbIX HocuTeneit mytaiuu CYORF72 —
YMEHBIIICHNE TOMIIMHBI KOPHl B BUCOYHOM, TeMEHHOM M 3aThI-
JIOYHOI T0JIAIX, a TAKXE YMEHBIIEHHE 00beMa JIEBOIO XBOCTATOTO
sapa 1 ckopiymsl [95]. MHTepecHO OTMETUTD, UTO B MOCAEAHEM
ciiyyae He ObLIO BBISIBICHO U3MEHEHUI MOTOPHOI KOPhI U KOp-
TUKOCITMHAJIbHBIX TPAKTOB, B CBSI3H C YeM 0OHAPYKEHHbIE U3Me-
HEeHUs cKopee oTpaxaroT Baussane CIORF72 Ha MHIUBUIYATh-
HOE pa3BUTHE TOJOBHOIO MO3ra B OHTOTEHE3E, YeM €ro pojb B
HeliponereHepaTBHOM Mpoliecce [95]. be3ycaoBHO, He0Ox0au-
MBI MTPOCIIEKTUBHBIC MCCIENOBAaHMS, HAIlpaBIeHHbIE Ha MOMCK
PaHHMX HEHPOBU3YATN3ALMOHHBIX IIPEINKTOPOB Pa3BUTUS HEli-
pOJIETEHePATUBHOTO TIPOIIECCa, COMOCTABIISIONINE OCOOCHHOCTH
HeWpOBU3YaTM3alIMOHHBIX U3MEHEHUIA CO CPOKAMU Pa3BUTUS U
Oynymum (GeHOTUIIOM 3a00IeBaHUSI.

3akmoyenue

AKTUBHOE pa3BUTHC METONOB HEHPOBU3YaIU3allld B TIOCTIEI-
HUE TOJIbl TO3BOJIMIIO 3HAYUTEILHO PACIIUPUTD ITPEACTaBICHUS
o narodusuonorun BAC, a Takke BIJIOTHYIO TOAOMTHU K CO3-
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Tabmmma 2. Bo3MoKHOCTH HCNIOTb30BAHUS METOI0B HEHiPOBU3YATM3ALNN B THATHOCTHKE, MOHUTOPHPOBAHUM H POTHO3MPoBaHNH Tedenus BAC

[unarHoctuka

Metoauka MporHos MOHUTOpUHT
YYBCTBUTE/NIbHOCTb cneuudu4HOCTb

MPT (T2, FLAIR) <40% <70% - -
MP-mopdometpust 25% He M3y4eHOo = +
OT-MPT 68% 73% + +
MP-cnekTpockonus 71-86% 37-75% + +

MPT ¢ nepeHOCOM HaMarHU4eHHOCTM 80% 100% He U3y4eHo He U3yyeHo
®yHkuvoHansHas MPT He U3y4eHo He U3y4eHo EE He U3y4eHo
nar 89-95% >80% + HE U3Y4eHO
0daKT 29-45% He M3y4eHo = He U3y4eHo

ﬂpmmeqaﬂm: «+» — BO3MOXHOCTb NMPUMEHEHNS NOKa3aHa B 60MbLLIOM KONMYECTBE UCCNEAO0BAHMIA; «t» — BO3MOXHOCTb NPUMEHEeHNa nokasaHa B eAUHNYHbIX pa60Tax WK NonyyeHbl NPOTUBOPEUMBLIE PE3YNb-

Tarbl; «—» — NoKasaHa HeMH¢0pMaTMBHOCTb NPUMEHeHus.

FLAIR — fluid-attenuated inversion recovery; IT-MPT — auddyauonHo-TeH3opHas MPT; 3T — no3utpoHHo-amuccvoqHas Tomorpadus, ODIKT — 0aHOPOTOHHAS SMUCCUOHHAs KOMMbIOTEPHAs TOMOrpadus.

JIAaHWI0 JTWATHOCTUYECKUX M TPOTHOCTUYECKUX OMOMapKepoB
3a00J1€BaHUS U HOBBIX O0BEKTUBHBIX METOIOB MOHUTOPUPOBA-
HUSI ero TeueHus (Tabm. 2).

B 10 Xe Bpems, HECMOTpsSI Ha 3HAYUTEIbHOE KOJMYECTBO
MPOBEICHHBIX UCCIAECNOBAHUN, 10 HACTOSIIETO BPEeMEHU HE
pa3paboTaH ONTUMAJbHBIA aIrOPUTM MPUMEHEHUS Helpo-
BU3YaTM3alMOHHBIX MeTONOB Yy marnueHToB ¢ bAC, u B py-
TUHHOU KJIMHUYECKOIi PAKTUKE OHU UCTIONb3YIOTCS TOJIBKO
IUIS. UCKJTIOYEHUS ApYrux 3aboneBaHuil. JanpHedmuid npo-
rpecc B 3TOi 00JacTU MOXET ObITh CBSI3aH C YTOYHEHUEM
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JUAarHOCTUYECKUX M MPOTHOCTUYECKMX BO3MOXHOCTEH yXe
UCIOJIb3YEMBIX U HOBBIX MEPCHEKTUBHBIX METOAOB HEWPO-
BU3yalIU3allMd HA DAHHUX CTaausX 3aboyneBaHus, U3yye-
HUEM HENPOBU3YAIM3aLMOHHBIX OMOMAapKEPOB OTHEIbHBIX
reHeTnyeckux BapuaHToB BAC M mpoBedeHHEM KIMHUKO-
HEHPOBU3YAJIUALIMOHHBIX COIOCTABICHUN, NPUMEHEHUEM
MYJBTUMOJAANBHOM CTPYKTYpHOU U (DYHKIIMOHAIBHOW HeW-
pOBU3yaIM3aLUU.
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HA OCTPUE HAYKHN

IIpenaparbl Ha OCHOBE
MOHOKJIOHAJIBHBIX aHTUTEI:
HaCTos1LIEee U OyayLIee B JICUCHUN
paccesstHHOI'O CKJIepo3a

(mo matepuanam 32-ro Konrpecca EBponeiickoro
KOMMTETA IO JICUEHU IO U UCCJIETOBAHUIO
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 npouem 0e30naCHOCL, HANPABAEHHBIX HA Mepanuio paccesttoeo ckaeposa (PC), — odna
u3 Haubosaee 8ajCcHbLX npobaem cospeMerHoll Hegpoaoeuu. AkmusHo npodoncaioujuecs uccaedosarus namoeeresa PC u kaunuueckue ucnbimanus Hobix Memooos
JNleHeHUs 0360AUAY 8 NOCAEOHUE 200bi Pe2yAAMOPHbLM OPAHAM MHOUX CIPAH 0000pUMb NPUMEHEHUE NPenapamos, CO30aHHbIX HA 0CHO8e MOHOKAOHANbHbIX AHMU-
mea. Ilpenapamam namanuzymad, asemmysymad, 0aKauzymad, okpeausymad, pumykcumad, onuyurymad, opamymymad 010 yoeaeHo 3HaUUMeNbHOe GHUMAHUE
Ha 32-m Konepecce Egponeiickoeo komumema no Ae4eHuro U uccaedo8auo paccesHHoeo ckaeposd. B nacmosweil nyoauxayuy npedcmagaer 0030p 0CHOBHbIX
pe3yabmamos pabomoi koepecca. Ommeuaemes, 4mo Haubosee 6aJNCHOU Ueablo HPUMeHeHUSs cospeMerHbIX npenapamos, uzmensiouux meuenue PC (ITUTPC),
A6asemcs 3amedienue pazeumus uneanudusayuy npu PC ¢ nepcnekmugoli noaHoti ocmarnosku npoepeccuposanus npouecca. Tujamenvroeo ananuza mpebyiom
doseospemertvie sgpexmot IIMTPC u aseopummor nepexarovenus kak c nepeoti auruy mepanuy PC na emopyto, mak u nocaedyroujeeo nepexaro4erus Ha opyeue
CXeMbl.

KnroueBble c10Ba: paccesntbiil ckAepo3, MOHOKAOHAAbHbIE AHMUMENd, KAUHUYeCKUe UCCAe008aHUs.
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
to 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.
DOI: 10.18454/ACEN.2017.2.12
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14 mo 17 cenrsdpsa 2016 . B Jlonmone (Bemuko-

OputaHus) npouen 32-i Konrpece EBponeiickoro

KOMHTETA TI0 JICYCHUIO W MCCIIECNOBAaHMIO PacCesH-

Horo cknepo3a (ECTRIMS). IIpencrapieHHbIe Ha

KOHTpecce COOOIIEHNUS OXBAaTUIM IIMPOKUI CTIEKTP
npo0sieM 3MKUAEMUOIOTHH, TATOMOP(OIOTMHY, FeHETUKH, M-
MYHOJIOTUY, HePOBU3YyaIM3allii, HOBBIX METOIOB IMaTHOCTH -
KM ¥ JIe9eHHs paccessHHoro ckieposa (PC).

AKTUBHO MpPOAOJIXAOIIUECS UccienoBaHus naroreHe3a PC u
KJIMHUYECKUE UCTIBITAHYSI HOBBIX METOJIOB JIeUeHUsI (0COOEHHO
npenaparos, uaMeHstolux teueHue PC, — IIMTPC) no3posu-
T B TIOCIIEIHIE TOIbI PETYISTOPHBIM OPraHaM MHOTHX CTpaH,
B T.4. P®, 0106puTh NpUMEHEHHUE JIEKAPCTBEHHBIX CPENCTB Ha
OCHOBE MOHOKJIOHAJIbHBIX aHTHUTEN. DTHM TIpenaparaM ObLIO
YIENeHO 3HAUUTENbHOE BHUMAHUE B BBICTYILICHUSIX YYaCTHHU-
KOB KoHrpecca [1, 2].

Haramsymaé — nipermapar 13 rpynibl MOHOKJIOHAJBHBIX aHTH-
Ten, fokazasimii addektusHocTh ipu PC B paHmoMu3ipoBaH-
HBIX KOHTPOJIMPYEMBIX MCCJIENOBAHUAX Y TIALMEHTOB C PEMUT-
tupytommM PC (PPC) npu cpaBHeHUM ¢ mpenapaTtamu NepBoi
JuHuy. [Tpenapar akTHBHO UCTIONB3YeTCsl B IIUPOKOi KIMHUYE-
ckoii mpaktuke B CIIIA, EBponeiickom Cotose (EC), Poccuu.

Haranusymab siBisieTcss ryMaHM3MpPOBAaHHBIM MOHOKJIOHAJb-
HBIM aHTHUTEJIOM K MOJIeKye o4-mHTerprHa. IIpemapar pe3ko
CHIKAeT aKTMBHOCTb a[re3Uu KJIETOK, OJJOKUPYS COOTBETCTBY-
IOIYI0 MOJIEKYJTy aAre3ud Ha UMMYHOIIUTE U CHUXAs CIIO-
COOHOCTD KJIETOK ITPOHMKATh Yepe3 TeMaTodHIIehaTmIecKuii
Oapbep (I'Db), uTo MPUBOAUT K MOAABIEHUIO TPAHCMUTPALIUU
MMMYHHBIX KJIeTOK uepe3 Db B TKaHb Mo3ra, CHIXKEHUIO aK-
TUBHOCTU BOCMAJICHUSI B MO3Te, MOIY/ISALUMU aKTUBHOCTU UM-
MYHHBIX KJIETOK. [3]

Uccnenosanus 111 ¢a3bl mpoaeMoHCTpUPOBaIM BBICOKYIO 3¢h-
(bekTUBHOCTD TeueHns HaTanu3ymMaobom nanueHToB ¢ PPC (uc-
cnepoBanne SENTINEL). Yacrora obocTpeHuit mocie 0qHOro
rojia iledeHust CHUXanach Ha 68% 1o cpaBHEHUIO ¢ 1U1alebo, a
PUCK IPOTpecCcpoBaHms 3a001eBaHns CHIDKaCs Ha 42% B Te-
YyeHue IBYX JieT. KolnyecTBO HOBBIX 04aroB, BU3yalu3upyeMbIX
Ha T2-B3BelreHHbIx n300paxennsx MPT, cHixanocs Ha 83%,
a HOBBIX 0YaroB, HAKATUTMBAIOIIMX TaloJuHui, — Ha 92% 3a
2 rona neuenud [4, 5].

OnHuUM U3 cepbe3HbIX MOOOYHBIX 3(M(HEKTOB JEYeHUsT HaTa-
Ju3yMaboM SIBJISIETCSl TIpOrpeccupyiolas MyabsTudoKanbHas
neiikosHuedanonatus (IIMJI). K ocHoBHbBIM (hakTOpam pricka
pa3Butust [IMJI oTHOCATCS: TpUMEHEHHE UMMYHOCYIIPECCUB-
HOIl Tepanuu B aHamHe3e, Hanuuue JCV-aHTUTEN, AIUTENb-
HOCTb Tepanmuu Hataauzymabom Oonee ABYX JeT (> 24 uHdy-
3uil penapara). st oNTUMU3aKMK TPOTPAMMBbl YITPABICHUS
pUCKaMM 3HAYMUTENbHOE BHUMAHUE HAa KOHIPECCe YAENSI0Ch
U3Y4EHUIO 3TOTO OCIIOXHEHUSI TEPATUU.

L. Prosperini ¢ coaBT. (MTamus) B cBoeM HMCCICIOBAHUM pe-
LI OUEHUTh MOTEHLUANbHbIE MPEAUKTOPbl PAHHETO Hava-
na IIMJI (tak HaseBaeMast IIMJI, duaenocmuposannas panbuie
24 unghysuii Hamaauzymaba). Vccnenosarenn o0beAMHIIN JH-
TepaTypHbIE JaHHbIE O TALMEHTaX, Y KOTOPbIX pa3Buiiack [IMJI,
BBI3BAHHAS BBEJICHNEM HaTanu3ymaba, ¢ JaHHbIMU 1ieHTpa PC
MOHTHKBSIPY — ONMOPHOIA IIowanaku B tanuu Ui nuzyyeHus
IIMUJI, cBg3aHHOM ¢ HaTanu3yMmaboM. Pasnuuus B aemorpadu-
YeCKUX U KIMHUIECKUX OCOOEHHOCTSIX 3aTeM ObLIN MCCIen0Ba-
HbI B COOTBETCTBUU CO CPOKaMU MOCTaHOBKM AuarHosa TTMJI
(mo unm nocne 24-it uHdy3un).
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ABTOpPHI MCClIEOBaHKSI OOHAPYXUIN OOPaTHYIO KOPPEJSILMIO
MEXIy BO3pacTOM B MOMEHT Hayasia JIeUeHHS HaTaan3yMaOoM
U KOJMYECTBOM MH(Y3MIi Ha MOMEHT MOCTaHOBKM AMArHo3a
ITMJI 1 mpennonoXuiu, 4To «<AMMYHOJIOTUYECKOE CTapeHME»
MOXeT BJIUATH Ha prcK pa3sutusi [IMJI He Toibko ipu npueme
NepopaIbHBIX TPENapaToB, HO U Y OOJBHBIX, TOMYYAIOIIUX Ha-
Tamu3yma0. [loaTomy, o MHEHHIO UCCIeIOBATENei, COBpEMEH-
HbI€ PEKOMEHAALUY U1 MUHAMU3alMK pyucka pa3sutus [IMJI
y JCV-nonoXuTeNbHBIX MAlMeHTOB JTOIKHEI OBITH MEepPecMo-
TPEHBI VIS BKIIOUYEHUS B HUX 0osee yactoro MPT-koHTpos
yxe nocie 12-ii nHby3un A CTapiuiMx BO3pacToB MpH Jieye-
HUM HATaIU3yMadoM.

B moxmage L. Ramio-Torrenta ¢ coast. (Mcmanust) ObUTH OITH-
caHbl ABa KIuHu4Yeckux caydas [TMJI, amarHocTupoBaHHBIX U
MPOJICYEHHBIX B UX KIIMHUKE. JIeueHKe MalMeHTOB LUA0(MOBHU -
POM 1 MapaBUPOKOM JaJI0 XOPOIIMIA pe3ybTat, HO aBTOPHI O] -
YepKHYJIU, YTO JaHHBIX U1 pa3paboTKU HAUIYUILero Je4yedHo-
ro KoMIUIeKca i naiueHTos ¢ [IMJI moka HegoCTaTO4HoO.

W. Lusher ¢ coast. (BenmukoOputaHusi) B CBOEM HUCCIEIOBAHUA
OTIpeie/Isiv, KOTraa MosIBIIsIeTcsl cepoKoHBepcust K Bupycy JCV
(mo wnu moc e HavasIa Tepanyy HaTaIM3yMaOoOM) U BIUSIET JIM Ha-
JITIKE B CBIBOPOTKE KPOBH BRICOKMX TUTPOB aHTH-JCV aHTHTEN
y 6onmbHbIX PC Ha pelieHre HayaTh WM TIPOIOJIKUTD TEPaIuio
HaTaIM3yMa0oM. BBlT IpoBeneH aHaIM3 pe3yIbTaToB TeCTOB Ha
JCV-antutena u mocnenyoei repanuu nauueHtos ¢ PC, mpo-
XOIMMBIINX JiedeHne B MaHuecTepckoM 1ieHTpe HelipoHayK (Be-
mkoOputanust). MccnenoBanue mokasano, 4To OONBIIMHCTBO
MAIMEHTOB MPOIOJIKMIN TEPAIMI0 HAaTaIM3yMaOboM, HECMOTPS
Ha CePOKOHBEPCHUIO MM BHICOKHI THTP aHTUTENT K JCV; OBLT cie-
JIaH BBIBOI, YTO T10JIb3a OT JIEUSHHUS HaTaIu3yMaOoOM MepeBelIn-
BAeT MOTCHIUATBHBINA pUCK pa3BuThst [IMJI — 3T0 COOTBETCTBY-
eT MoX0aM K JJaHHOi#1 podneme B psae crpaH EC.

[TpaBuIbHBII IUIAH BEOCHUS ITAIIIEHTOB, HAXOMSAIIMXCS Ha Te-
panmy HaTaJau3yMaOoM, MO3BOJIsIeT MUHUMU3HPOBATh PUCKH,
CBSI3aHHBIC C PAa3BUTHEM HEXeNaTeTbHBIX SBICHUM, W BKIIO-
YaeT HE TOJBKO HEBPOJIOIMYECKMI OCMOTD Mepen KaxI0i UH-
(y3ueit, HO ¥ TIPOBeIeHIE KITMHUYECKOTO M OMOXUMITIECKOTO
MCCIIeIOBaHUI KpOBU He pexe | pasza B 3 MecsIa, eXXeToMHbIi
aHanu3 Ha aHTuTena K BUY, mapkepsl remnaTtuta, uccienoBa-
HHUe Ha aHTHWTeIa K HaTamm3yMaOy (depes Imojroma mocie Ha-
Yajia Tepanuu npy ee Hea(HEKTMBHOCTU WM TIPU YBETUYCHUU
Pa3BUTUSI pPEeaKUUil TUIEePIYBCTBUTECIBHOCTH), BBHIMOJTHCHME
MPT ronoBHoro Mo3ra (B T.U. exeKBapTaJbHOe 00C/IeJoBaHKe
MalXeHTOB Mocje 2 JIET Tepaluu), UCCle0BaHIue ChIBOPOTKU
KpoBu Ha aHTuTe1a K JCV (Y cepOoHEeTaTUBHBIX ITAIIEHTOB KaX-
JIble TI0JITofia), MPOBENeHNEe UMMYHOJIOTUYECKOTO 00C/en0Ba-
HUS JIMKBOPa Ipu rmogo3pennu Ha [TMJT [6].

AnleMTy3ymMab — TpeacTaBiIseT co00il TeHHO-MHXEHEPHBIE Ty-
MaHM3MPOBAaHHBIE MOHOKJIOHANbHBIE aHTHTeNna kKiacca IgGl
Kanrma, CrelubrIeckKy CBI3BIBAIONINECS C TJTMKOMPOTEMHOM
CD52, akcnpeccupyiolMcs Ha MOBEPXHOCTU 3PEIIbIX JIMM-
(douuroB u MoHouuToB. IIpenapat 3apernctpuponan B CILA,
EC, Poccun. OCHOBHBIM MEXaHM3MOM JAEHCTBUS SIBISETCH
Jerenust TMM@oLuToB B nepudepruueckoil KpoBu. B manb-
HeWIIeM TPOUCXOANT 00pa30BaHWE HOBOW ITOMYIISIIUM JIM-
(hoLKUTOB M3 KIETOK-NPEILIECTBEHHUKOB B KOCTHOM MO3Te.
PeKOHCTUTYLIMS MIMMYHHOM CHCTEMBI IPUBOAUT K CHIKEHUIO
ayroarpeccuu rpu PC.

AsemMTy3yMa0 BBI3BIBACT JU3UC JUMMOLUTOB 3a CYET B3a-
umoneicTusg ¢ antureHom CD52, KoTopelii He TomBep-
’K€H MOIYJSILMU W 3KCIPECCUPYETCs Ha MOBEPXHOCTU BCEX
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B- u T-numdouuros, a Takxe MOHOLMTOB, TUMOLIMTOB, Ma-
Kpodaros. JIu3uc 1MMGOIUTOB, OMOCPENOBAHHBIN aHTUTEa-
MH, 00YCIIOBJIEH (pMKCAIell KOMIUIEMEHTA U aHTUTEJI0-3aBH-
CUMBIM KJIETOUYHBIM IIUTOTOKCHYECKUM 3 dekToM. JaHHBIM
AHTUTEH OOHAPYXXeH Ha ITOBEPXHOCTH HE3HAYMTETBHON YaCcTH
(meHee 5%) rpaHYJIOLMTOB M OTCYTCTBYET HA 3PUTPOLMTAX U
TpoMmbouuTax [3].

B 1ByX OCHOBHBIX paHIOMU3UPOBAHHBIX KIMHUYECKUX MCCIIe-
noBanusx 111 pazer — CARE-MS I u CARE-MS II — anemry-
3ymMal CpaBHUBAJICS C BHICOKOLO3HBIM HHTephepoHoM (MDH)
Oeta-1a 44 MKT 1S MOAKOXHOTO BBeAeHUs. B vccnenoBaHuu
CARE-MS I npuHumanu yyactre 00JIbHbIE, KOTOPhIE paHee He
noayyanu jedeHust; B uccaegopanuu CARE-MS 11 yyactBo-
BaJM TTAIIEHTHI, ¥ KOTOPHIX 3a00jIeBaHME DPEIUIUBHPOBAIIO
TOCJIE TIPEABIAYILEH TePaITkH.

AnemTy3yMab rmoka3zan Oonee BhIpaXXeHHBIN 3(dEKT Mo cpas-
HEHMIO C BBICOKOJO3HBIM MHTepdepoHOM OeTa-la 44 MKT —
CHIXEHHUE CPeIHErofoBoii YacToThl obocTpeHuii Ha 54,9% u
49,4% B nBYX UCCIIEAOBAHUSAX. 3aMEIICHUE TIOATBEPXICHHOIO
MIPOTPECCUPOBAHMUS MHBATUIM3AIINY OTMEUEHO Y TIAIIMEHTOB C
HeonTuManbHbIM oTBeTOM Ha [TUTPC nepBoii nuHum (CHKe-
Hue Ha 42% 1o cpaBHEHUIO ¢ MHTepdhepoHOoM Oeta-1a 44 MKT),
HO HE JOCTUIJIO JOCTOBEPHOTO OTIMYMSI OT ITAIIIEHTOB ¢ MCHEE
aktuBHbIM PC, He nmonyyaBiiux ITMUTPC panee. B o6oux uc-
CIIEIOBAaHUSIX TOCTOBEPHO CHIXAJIOCH KOMMYECTBO AKTHBHBIX
1 HoBbIX ouaroB Ha MPT. Knununueckuit apdexr mocie aByx
KypCOB ajieMTy3yMaba HaOionancs oueHb MOJIro: 00cienoBa-
HUE TTAIlMEHTOB Yepe3 5 JIeT M0KAa3aji0, 9TO BEPOSITHOCTD pa3-
BUTHSI O0OCTPEHUI Y MAIMEHTOB, MOMYYaBIIUX aleMTy3yMa0,
HIXe Ha 69%, 4eM y MoyJaBIIixX MHTepdepoH OeTa-1a.

Cpenu HexenaTeTbHbIX TOOOYHBIX 3P PEKTOB B IEPBYIO 0UEpe/b
OTMEYAETCs MOBBILIEHNE PUCKA PA3BUTHS AyTOUMMYHHBIX 3200-
JIeBaHWiA IIUTOBUIHO# Xese3bl (18—25% oT Bcex MpoJieYeHHbIX
TMAIMEHTOB), HECKOJIBKO CITy4aeB MAMOMATUYECKOM TPOMOOIH-
ToreHnyeckoi mypmypsl (1-3%), a Takxe HH(Y3MOHHBIE peaK-
11n, MH(EKIIMOHHbIE OCTOXHEeHMs U Hedponatu [3].

Crenuanuctsl u3 Ucnanuu (B. Rodriguez-Acevedoc 1 coaBT.)
MpeACTaBUIM aHaIu3 PeTPOCHEKTUBHONW 00pabOTKM AaHHBIX
nccnenoBannsd SCALA 1o BKIIIOYCHMIO MALIMEHTOB, B T.U. C
MPOrPeCCUpYIONMMHI TUIaMu TedeHus: PC, B KiImHWYecKue
HCCIeNOBaHuUS C MpUMEHEeHUeM aemTy3yMaba. [ToguepkHyTo,
YTO IS ONITIMU3AINY TePAIH TPeOYeTCs TIIATEIBHBIN Tpe-
BapHUTeJIbHBIN 0TOOP MALIMEHTOB, KOTOPHIM IIOKA3aHO Ha3Haye-
HUe JaHHOTO TIpernapara.

B 2016 . EBponeiickum coBeToM aKcmeptoB 1o PC (¢ yuactnem
creuuanuctoB u3 Poccun) OputH pa3paboTaHbl MPAKTUYECKUE
PEKOMEHIALMK ULl MCIIOIb30BaHUS Mperapara B YCIOBHUSIX
peabHOM KIMHUYECKO MPaKTUKK C YIETOM PUCKOB, CBSI3aH-
HBIX ¢ TIpUMeHeHueM ajemTty3ymaba [7]. OcHOBHO# 3(PdeKT
JaKiM3ymMa0a (ryMaHM3MpOBaHHOE MOHOKJIOHAJTbHOE aHTUTEIO
K anTureHaM CD25) mpu PC cBsI3aH ¢ TOBBIICHAEM TTPOIYK-
LMK ecTecTBEHHBIX KmmiepoB (CD56 Kietku), KoTopble 00-
JIATA0T MOIIHBIM MMMYHOPETYISITOPHBIM JEHCTBIEM U TIOfa-
BISIOT Iposudepanuio ayroarpeccuBHbIX CD4+ mumdouuTos.
briokana monaensieT B nepBylo odepeab ayTOMMMYHHBIE peak-
1IN, COXpaHss OTBET HAa MH(MEKUMOHHbIE areHTH [3]. [pema-
par 3apeructpuposat B CIIIA u EC.

Pesynbratel KIMHUYECKUX MCCIeA0BaHUN Y manueHToB ¢ PPC
(DECIDE) noka3zanu 10CTOBEpHOE CHUXEHUE CPETHETOI0BOA
YacToThl 060CcTpeHuit Ha 45% 1Mo CpaBHEHUIO ¢ HU3KOMO3HBIM
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Oeta-uHTEpPEpOHOM-1a, moBbImIeHWe Ha 41% KommdecTsa
MAIMEHTOB 0€3 000CTPEHMIA, 3aMeUICHNE TTPOrPECCUPOBAHMS
uHBamuaAn3auuy Ha 27%. Takxke TOCTOBEPHO B MEHBIIEH CTe-
MeHW HapacTajga atpodus Mo3ra, 4TO CBUIETEIHCTBYET O 3a-
MeUICHUM HelipoereHepaTUBHOIO MpolLecca.

L. Kappos ¢ coasr. (IlIBeitiiapust) B cBoeM COOOLIEHUH TIPe-
craBunu uccienoBanue EXTEND — mpopomxkaromeecst oT-
Kpbitoe pacupenHoe ucciaenoanne DECIDE mns onenku
JIONTOCPOYHOI 6e3omacHocTy U 3ppexkTuBHOCTH TeueHus: PPC
BbICOKOI03HBIM Jakau3yMmadbom (DAC HYP).

B aHanu3 6e30macHOCTH BKIIOYAIUCD MALIMEHTHI, MOJTyYaBIIe
DAC HYP 150 Mr moaxoXHo Kaxable 4 Hell B CPOK JI0 5 JIeT, KO-
Topble 3aBepinin uccnegoBaHue DECIDE u 6bu1n BKITI0YEHBI
B uccienopanre EXTEND. CymmapHo BkioyeHst 1203 natm-
€HTa, B T.4.: 597 OONBHBIX MOTyYaTH BHYTPUMBIIICIYHO MHTEP-
tdepon (MDH) Gera-1a B uccnenopanuu DECIDE u nepekiio-
yuch Ha npernapat DAC HYP B uccnemoBanuun EXTEND
(IFN/DAC); 606 6ombhbix nionyurmn DAC HYP B mccieno-
Banuu DECIDE u npomomxunu to xe neuenne B EXTEND
(DAC/DAC).

B romoBoM mcumMcieHNu 4acToTa PelMAMBOB YMEHBIIMIACH C
0,317 mo 0,152 mocye mepexmovenust ¢ MH® Geta-1a Ha na-
KIM3yMab, a rpymma mameHToB, moiayyasmux DAC HYP, ipo-
JIEMOHCTpUPOBaJa CHUKeHHE Ha 21% OTHOCHMTENIBHOIO pHCKa
MIPOrPECCUPOBAHMS HETPYIOCIIOCOOHOCTH.

IMpoduns 6e3onacHocti DAC HYP B uccnenoBanuu EXTEND
cornacyetcst ¢ pesynbratramu ucciemosanuss DECIDE. J{nu-
TeJbHOe JiedeHue ¢ ucnoib3oBaHueM DAC HYP cHuxaer ya-
CTOTY PELIMINBOB U MPOrPECCUPOBAHIE HETPYIOCIIOCOOHOCTH
M0 CPaBHEHMIO C PAaHHMM HAvajJoM JiedeHUS MHTephepOHOM
Oeta-1a.

HeonTtuManbHblli OTBET Ha JieueHME TNpernapaTaMu TepBoi
JIMHUM BCTPevaeTcs bonee 4eM y 4yeTBepTH manueHToB ¢ PPC,
HecMoTps Ha yBenuueHue apceHana [TUTPC. Poct aktuBHO-
CTH 3a00eBaHMs Ha paHHUX 3Tanax jeyeHus: [IMTPC conpo-
BOX[aeTcsl OBICTPBIM MPOrPecCUPOBAHUEM WHBATUAM3AIUYU U
yBEJIMYEHNEM YaCTOTh 00OCTPEHU I, YTO HAPSILy C TOOOYHBIMU
addexTamu JeUeHus ABISIeTCS] TPUYMHON [T TIEPEKITIOUeHNUS
Tepanuu.

Oxkpemm3ymad — TperapaT TI'yMaHU3UPOBAHHBIX MOHOKIIO-
HaJIbHBIX aHTUTEJ, CeJeKTUBHO BoanencTByromux Ha CD20-
MO3UTHUBHBIE B-KI1eTKM, KOTOPHIE PEATIOIOXKHUTEIHHO UTPAIOT
KJTIOYEBYIO POJIb B TIOPaKeHUU MUETMHOBON 00OJOUKHM U aK-
COHOB HEpBHHIX KIeTOK. COITacCHO TaHHBIM TOKIMHIYECKUX
UCClIeNOBaHUI, OKpeIr3yMad CBSI3bIBAETCS C MOBEPXHOCTHBI-
mu 6enkamu CD20, skcmpeccupyeMbIMU Ha OMpPeNeSeHHBIX
B-xnetkax, 3a MCKIIOYEHMEM CTBOJIOBBIX M IIIa3MaTHIECKUX
KJIETOK, 4TO MO3BOJISIET COXPAHSATh BaXXHbIEe (DYHKIIMM UMMYH-
HOIi cucTeMbl [3].

B xnuHuueckux uccnenoBanusx 11 ¢asel Opu10 MOKa3aHoO Cy-
IIECTBEHHOE CHUXEHUE aKTUBHOCTU TATOJOTMYECKOTro Mpo-
necca no naHHbIM MPT (Ha 89—96%) 1 cHIXeHMe CpesHero-
JOBOK yacToThl o0octpeHnii Ha 70—80% (B 3aBUCMMOCTH OT
JIO3UPOBKH).

Oxkpenu3ymMad IpoaeMOHCTPUPOBal Oosee BbICOKYIO addek-
TUBHOCTb MO CPaBHEHUIO ¢ MHTepdepoHOM OeTa-la B IBYX
UICHTUYHBIX PaHIOMU3MPOBAHHBIX IBOMHBIX CJICIIBIX HCCIIe-
nosaHusx IIT ¢pazel (OPERA I, OPERA 1) y 6onbHBIX ¢ PPC.
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O crpykrype n xone uccienoannit CHORDS (CILIA u Kanana;
NCT02637856) 1 MA30005 (EBporma) — IBYX IPOCIIEKTHBHBIX
MHOTOIEHTPOBBIX OTKPBITBIX MCCACAOBAHUAX 3(D(HEKTUBHOCTH
1 0e30IacHOCTH oKpeau3yMada y naiueHToB ¢ PPC, xotophie
KMeJIY HEOTITUMAIbHBI OTBET Ha afekBaTHHIi Kype [TUTPC, —
pacckasan B cBoeM mokiane R. Bermel ¢ coasr. (CIIA). Ot
nccienoBanust, Hayateie B 2016 I, ipeqocTaBaT MHGOPMALIHIO
00 3¢()eKTUBHOCTU U 0E30MAaCHOCTU MPUMEHEHMS] OKPEIU3Y-
Maba y malMeHToB ¢ HeonTuMalbHbIM oTBeTOM Ha [TUTPC.

B HacTostee Bpems Takxke uccnenyercs 3pGeKTUBHOCTD PH-
MEHEHMs OKpeln3yMaba TpHW IIepPBUYHO-TIPOrPECCUPYIOLIEM
tune Teyenus PC.

PurykcumMa0 — MOHOKJIOHAJTBHOE AHTHUTENO K peIenTopam
CD20+. Tpancmemopannbiii antureH CD20 peryaupyer Bce
cTaguu co3peBaHusl B-mumdonnTos, HauMHas ¢ paHHUX CTa-
IU, a TakKe HYHKIMOHUPYET KaK PETyIsITOp TPAaHCIOPTA MO~
HOB KaJIbIWS Yepe3 KJIeTOUYHYlo MeMOpaHy. PutykcuMab BbI-
3BIBaeT JeILIeInio Ipe-B-xi1eTox u 3penpix B-nmumdormnros,
He paspyiiasg IUla3MaTU4ecKue KJIETKM M KIETKU-TIPe-
IIECTBEHHUKN B KOCTHOM MO3Te. BO3MOXHBIE MeXaHW3MBI
KJIETOYHOTO JM3KMCa BKIIOYAIOT KOMILIEMEHT3aBUCHMYIO
IIUTOTOKCUYHOCTh ¥ aHTUTEJ03aBUCUMYIO0 KJIETOYHOOTIOCPE-
TOBAHHYIO IIATOTOKCUIHOCTB. [IpemapaT mepBoHavYaIbHO OBLT
pa3paboTaH 1isl JiedyeHus: B-xieTouHoi auMdoOMbl U peBMa-
TOUIHOTO apTpHTa [3].

JlaHHBIE O TIpUMeHeHUM puTykcuMaba B IlIBeruu mpo3By-
yanu B coobuieHuun 1. Bostrom c coaBT. B 3T0ii cTpaHe oH
npumensieTcs ais aedeHus: PC B ciayyae HeahPeKTUBHOCTU
nedeHus] 00bIIHEIME mMMYHOMonynstopamu (ITUTPC). Co
BPEMEHEM HCIIOJIb30BaHUE PACHIMPUIOCH 10 BKJIIOYEHMUS
MAIleHTOB, HE TPWHUMABIIMX KaKWe-TU00 TMpemapaThl.
Ha 1 wona 2016 . 6osee 2500 mauueHTOB OBIIM MpoJeYe-
HBI pUTYKCUMaOoM, uTo cocTaBisieT 27% Bcex MalMeHTOB Ha
neyennu [IUTPC B lIBeunu u nenaet ero HanboJee 4acTo
UCIOJIb3YeMbIM TpenapatoM. EcTh JMIIb HECKOJIbKO KOH-
TPONUPYEMBIX MCCIEAOBAHII MO MCIIONb30BAHUIO PUTYKCH-
Maba npu PC; mpu 3ToM MHOTME BpauyM CUMTAIOT Mperapar
6e3onacHbIM. B OonpHMIIE YHUBepcuTeTa Yrcana BeCHOI
2016 r. 3aMKCUPOBAHO IBa CIy4Yast CEPhE3HBIX OCIOXHEHMUS
(meyeHoYHasT HEIOCTaTOYHOCTh M MEPUTOHMT), YTO MpPUBE-
JIO K CHCTeMaTU4YeckKoMy MoMcKy mo0ouHbIx 3dexToB. Bee
nanueHTsl ¢ PC ObuM TIHIATEBHO NMPOaHANM3MPOBAHBI Ha
npeaAMeT NOO0YHBIX 3(h(HEKTOB, UCMOIB30BAHBI UCTOPUU 0O-
JIe3Hel ¥ MIBeACKUI HallMOHAIbHBIM peructp nanueHToB PC
(6onee 17 500 mauuentos ¢ PC).

Copoxk manueHToB (21 keHinuHa, 19 Myx4uuH) u3 rpadcrsa
Yncanel nonydyanu putykcumab (Bcero 14% u3 mposieyeHHbIX
OONILHBIX B COOTBETCTBUU C PETUCTPOM). Pe3ynbraThl aHaim3a
BCEX JAaHHBIX TTOKa3aJlk, YTO MPUUMHHO-CNEACTBEHHAsI CBS3b
MeXITy HeOJaronpusTHBIMU COOBITUSIMU M HCIIOJb30BAaHMEM
PUTYKCHMaba He MOXET ObITh I0Ka3aHa.

Onununymad (Opicinumab, BIIB033), yenoBeuyeckoe MOHO-
KJTOHAJIbHOE aHTUTENO, ObUIO CO3MAHO METONAMK TeHHOM MH-
JKEHEpUH, YTOOBl T0OMThCA d(pdeKTOpHON PYHKIMM U O10-
kupoBath LINGO-1, HHC-cneuuduyeckuii HeraTUBHbI
PETYISITOP MUETMHU3ANK U pereHepaly akcOHOB. Omuim-
HyMa0 mokasai 3¢hheKTUBHOCTb ¥ XOPOIIIYIO IEPEHOCUMOCTh B
noxnmHndeckux moaensix I dasel uccnenosanuil u B ¢ase Ila
RENEW-uccnenoBanus, mpoJeMOHCTPUPOBAHA BO3MOXHOCTb
CYILIECTBEHHO! peMUETUHU3ALH Y MAIIUEHTOB C IEPBBIM AU~
30[I0M OCTPOTO HEBPUTA 3pUTENLHOTO HepBa [3].
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D. Cadavid c coaBt. u S. Freeman ¢ coaBT. OT UMEHU yYaCTHHU-
KOB HCCJICIOBAHIS IIPEACTABIIIN B CBOMX JOKJIATaX MaTepUAJIbI
o tTpuasie SYNERGY (NCT01864148) — HenaBHO 3aBeplleH-
HOM PaHIOMU3MPOBAHHOM JBOWHOM CIIETIOM TIianebo-KOH-
TPOJUPYEMOM UCCIIEIOBAHUY, LIEJIbIO KOTOPOTO ObLIO OLEHUTD
3(h(PeKTUBHOCTb ONMUUMHYMAa0a Mo CPaBHEHMIO C T1aledo y rna-
IUEHTOB ¢ peuuanBupyonmM PC, aKTUBHBIM 1O CPaBHEHUIO
C TIPEABIAYIIUM TOIOM, C OMHOBPEMEHHBIM HMCIIOJb30BaHUEM
BHyTpuMbIieuHoro M®HOGeTa-1a. [lanueHTs ¢ aKTMBHBIMU
Mo cpaBHEHHUIO ¢ Tpeabiayium rogoM PPC unm BropuuHO-
nporpeccupytoium PC (BITPC) Obl1M paHIOMU3UPOBaHbI Ha
BHyTpuBeHHOe BBeaeHue 3, 10, 30 wm 100 Mr/KxT onunurHyMaba
unu manedo Kaxnpie 4 Hen (Bcero 19 103) ¢ 01HOBpEMEHHBIM
BBeeHIeM BHyTprMBIIedHo MPH 6eta- 1a 30 MKT ofmH pa3 B
HeJleno B TedeHue 72—84 Henm 1JIs1 JiIedeHUs BOCTIAIUTEIbHOTO
KOMTIOHEHTa 3a00J1eBaHMSI.

Pesynbratet SYNERGY onpenensat noteHuuanbHyo addex-
THUBHOCTH ONUIIMHYMa0a IUISl CHIDKCHUS TSDKECTH yXe CYIIe-
CTBYIOIIE WHBAIMAM3ALMKM W/WIU TPEAOTBPALICHUS Tajlb-
HEWIIeTo IPOrpecCHpOBaHUS 3ab0IeBaHUS Y MALUEHTOB C
peuumuBupytonM PC 3a cyeT yeuneHns BOCCTaHOBUTEIbHBIX
npoueccoB B LIHC, a npu ucnob3oBaHUM OTHOBPEMEHHO C
N OH 6era-1a B/M — TakKe 3a cUeT KOHTPOJIS BOCTIATUTEIBHO-
ro KOMIIOHeHTa. byaer mojy4yeHa nHpopmaius o 6e30macHo-
CTH/TIEPEHOCHMOCTH TIpeTIapaTa, MMEIoIas BaxKHOe 3HAUeHUE
JUTIS TIPOJI0JIXAIOIErocs Habopa KITMHUYECKOTO OIbITa MpUMe-
HEeHUsI ONMIIMHYMaba, a Takke JaHHbIe 0 HauboJee TOIXOs-
1ieii 103e Tpenapara Jjis UCTIONb30BaHUS B NATBHENIIINX KIU-
HUYECKUX UCCIIEIOBAHUSIX.

M. Mellion ¢ coaBT. B CBoeM COOOIIEHUM TMOTYEPKHYIU pe-
MUETMHI3HPYIOIIYIO POJIb OMUIIMHYMaba ¥ BaXHOE 3HAYCHUE
MPT-mapkepoB 1IETOCTHOCTM MMETMHA U/UI1 BOCCTAaHOBJIE-
HUS aKCOHOB JJISI OLICHKY 3((GEKTUBHOCTH JICUCHUS TaHHBIM
npenapatoM. OgHON W3 Lieneil McCleNOBaHWS M SBISIOCH
omnpeneneHue B3auMocBsi3u MPT-mMapkepoB M KIMHUYECKOI
peakuuu Ha nedeHue. Kpome cranmaptHoit MPT, usmepsii-
cs1 Koa(h(PULMEHT HaAMarHUYeHHOCTU (METOJ, MO3BOJISIIOLIMIA
MPVXU3HEHHO OIIEHUBATh CTETIEHb COXPAHHOCTH,/Pa3pyIIeHHS
Pa3IMYHBIX MAKPOMOJEKYJI, HalpuMep, MHUEIUHA) M TPOBO-
auaach muddy3rMoHHO-TeH30pHas Busyanuzauus (ITB). Uc-
CIIeIOBaHMSI IIPOBOMIIIKCH 0 HAYaIa ISYeHNs, Kaxble 4 Hell B
TeyeHue 24 Hen, a 3aTeM Ha 48-11, 72-ii u 84-ii Hen. Bee n3o0pa-
KEHUS aHATM3NUPOBAJINCH B ¢IMHOM LieHTpe. M3ydanuch oomrast
U peruoHapHasi aTpodusi TOJIOBHOTO MO3Ta, a TaKkKe T0JI 0va-
TOB, HAKATUTMBAIOIIMX KOHTPACT, II0 OTHOIIEHMIO K XpOHMYE-
CKUM <«4epHBIM AbipaM». KoapduumeHT HaMarHM4eHHOCTH
M3MeEPSICS BO BCEM MO3Te: B HEM3MEHEHHOM OeJIOM BEIeCTBe,
oyJarax, HaKaIUTMBAIOIINX ¥ HeHAKAIUIMBAIOIINX KOHTPACTHOE
BeniecTso. JITB nmpoBoauiach ajis 3THX e 00JacTeil.

Ha ceropnsammnii nens uccnegosanrie SYNERGY npomomka-
eTCsl, TPEACTaB/IsIsl cO00M MepBoe TI0OATbHOE UCCIeNOBaHUE
C TIPUMEHEHNEeM PACIIMPEHHOTO CIMKCKA HEepOBU3yaTu3alu-
OHHBIX TapaMeTpoB. Ero pesysnbratbl MOTYT MOKa3aTh, KakKue
MPT-npusHaku OynyT HamboJjee MOJe3HBI IS ONPENeeHUS
OTBETAa Ha JIeYeHNe ONUIIMHYMA0.

Odarymymad spisercss antu-CD20 rymMaHM3MPOBaHHBIM MO-
HOKJIOHAJIbHBIM aHTUTEJIOM, KOTOPOE MCTOIIAET MMy B-kieToxk,
UTPAIOIIMX POJTb B UMMYHO-OTIOCPEIOBAHHO THCTOMATOIOTHN
npu PC. Caszasiuch ¢ CD20 Ha TOBEpXHOCTH KJIETOK, 0haTy-
MyMa0 MHAYIUPYeT Ju3uc B-KIeTok myteM KOMIUIEMEHT3aBU-
CHMO ITATOTOKCMYHOCTH 1 aHTUTEI03aBUCHMON T-KJIeTOUHO-
OMoCpen0BaHHON HUTOTOKCUYHOCTH [3].



HA OCTPUE HAYKM

[pemapaT MmpogeMOHCTPUPOBAT 0303aBHCUMBI 3(DdeKkT y
oonbHbIX PC Bo BpeMms 11 ¢a3bl KTMHUYECKOTO MCCeIOBaHMSI.
B nacrosmiee Bpemst uHunuupyetcs I11 pasza kiMHuYecKux uc-
neitanmii y naumedToB ¢ PPC. Ipenmonaraercs, uro saddex-
TUBHOCTb aHTU-CD20 Tepanuu npu PC HampsiMyio cBsizaHa ¢
YPOBHEM CHUXEHMS KOJMYECTBA LIUPKYIAPYIOIMX B-KieTok.
[ToHuMaHue B3aMMOCBSI3M MEXIY 10301 ITpernapaTa i JUHAMM-
Ko# B-KJeTok siBjisieTcsl KitoueBbIM (haKTOpOM ISl BbIOOpA pe-
KMMa JIe4eHNs, 00ecIeuynBaoIMM ONITUMAIBbHYIO 3 (EKTUB-
HOCTb TPY MaKCUMAJIbHO# 6e30MacHOCTH.

Llenpio uccnenoBaHusi, 0 KOTOPOM COOOIIMIA B CBOEM TOKJIAe
M. Savelieva c coasrt. (I1IBeitiapust), Obuta pa3paboTka Momean
«103a—O0TBETHAsI peaklysl MaleHTa» 1Jsl noacyera B-kinetok
Mpu JieyeHuu ohaTyMymMaOboM B 3aBUCUMOCTH OT BPEMEHU U
XapaKTEePUCTUK KOHKPETHOTO MALMEHTA ¥ OLIEHKA MPOTHOCTH -
yeckux cBoicTB aToit Monenu. 231 maueHt ¢ PPC u3 I1 dazbt
nccnenosanugs MIRROR mosyyanu mogkoxHo mianebo mimm
pasIMYHbIe T03UPOBKM Mpemnapata. [IpodoKxuTebHOCTD Jie-
YyeHus1 cocTaBuia 24 Hel, ¢ TIOCAEYIOIMM HaOII0AEHUEM 10
48-i1 Henm. YpoBeHb B-KieToK oleHMBaNCS MpU CKPUHUHTE U
yepes Kaxjiple 4 Hell 10 KOHIa uccaeaoBaHus. M3-3a MuleHb-
OITOCPEIOBAHHOTO pacIIpelieieH s Iperapara (papMaKoKuHe-
THYECKKE 00pa3Ibl B OCHOBHOM ObLIM HUXE Tpefiesia Komuye-
CTBEHHOTO OIIpENeNIeHNs, 3a UCKITIOUEHNEM CaMOil BBICOKOM
no3bl. bblIo MoKazaHO, 4TO Mofedb «I03a—OTBET» XOPOILIO
OMHUCHIBACT MTMHAMUKY B-KJIETOK M MOXET OBITh UCTIOIb30BaHA
7151 OTIPENIENICHNSI CXeM I03UPOBaHUS odhaTymymaoa.
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ITo manubiM Ha suBappb 2017 ., B PO peryasgropHeIMU opra-
Hamu 11 iedeHust PC 3apericTpupoBaHbl Ba Tperapara Ha
OCHOBE MOHOKJIOHAIbHBIX aHTHUTEI — HaTaau3yMab U ajeM-
Ty3yMa0; Opyrue mpenapathl MOTYT UCIIOIb30BAaThCS B paMKax
KIMHUYECKHX UCCIIeIOBAHMUI.

[TepcnexTBHBIM HampaBieHueM co3gaHus HoBeX [TUTPC
SBISICTCSA TapreTUPOBaHME C WCIIONB30BAHMEM MOHOKIIO-
HanbHbIX aHTUTe]. Hanboee BaXXHBIM 0XUAAeMbIM KIMHU-
qeckuM 3(h(eKToM sIBIsieTCS BHIpaKeHHOE BO3MeiicTBIE Ha
3aMeieHue pa3BuTusl uHBanuau3auuu npu PC ¢ mepcmek-
THBOW TOJIHOW OCTAaHOBKM TMPOTPECCUPOBAHMUS Ipoliecca.
[lepBocTenieHHOE 3HAUCHUE B HBIHEITHUX YCIOBHUSIX MPHOO-
peTaeT MpoBeAeHUE KIMHUYECKMX UCCIENOBAHUU MO BCeM
MpaBUJIaM KaueCTBEHHOM KIMHINUECKOM MPAKTUKH C COOIIO-
JeHUEM 3TUYECKUX HOpM [8] U orpaHUUYeHUE Cephe3HbIX He-
XenaTeNbHbIX SIBJTEHUI — MUHUMU3A1IUs PUCKa BOSHUKHOBE-
HUS 37I0KaYeCTBEHHBIX HOBOOOPa30BaHMUI, MH(PEKIIMOHHBIX
(ITMJT) 1 ayTOMMMYHHBIX OCJIOXHEHUH. B MeTommueckoMm
IUIaHe TIIATeIbHOTO aHaAMN3a TPEOYIOT JOITOBPEMEHHBIE 3(-
dexts [IMTPC u anroputMmel nepexaoUeHus Kak ¢ MepBoii
muaun Tepanuu PC Ha BTOpYIO, Tak ¥ MOCIEAYIOIIETO Tiepe-
KJTIOYEHHU Ha IPYTAE CXEMBI.

Asmopul 3as61a10m 06 omcymemeuu KoHgauxma unmepecos.
The authors declare there is no conflict of interest.
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C ¢ no pata Humecun®. MokasaHna K npuMeHeHMIo: ocTpas 6onb (607b B CriHe, NOACHULE; 60N1EBOI CUHAPOM B KOCTHO-MbILIEYHO CUCTeMe, BKMioYan
yLIJVI6bI, pacmmenmﬂ CBA3OK 1 BbIBUXY CYCTaBOB; TEHAMHNTI, OypcuTbi; 3y6Has 60/b); CUMMTOMATUYECKOE NIeYeHMe O0CTe0apTPO3a (0CTe0apTPUTa) C 6ONEBBIM CUHAPOMOM; NEPBIYHARA aNbrOANCMEHOPES.
Mpenapat npegHasHaueH ANA CUMMTOMATUYECKON Tepanum, yMeHbLIEHWUA 60NN 1 BOCManeHNa Ha MOMEHT UCMO/b30BaHUS; HUMECYNNA PEKOMEHAYETCA ANA Tepanuu B KauecTse npenapata BTOPOW IMHUN.
Mo6ouHoe pelicTBMe: Havbonee YacTo BCTpeyalolmecs No6ouHble 3dpeKTbl - Anapes, TOWHOTa, PBOTa, NOBbILIEHE aKTUBHOCTM «MeYeHOUHbIX» GpepMeHTOB. MPOTUBONOKa3aHMA: r1NepPUyBCTBUTENLHOCTL
K HUMeCynnay unu Apyrim KOMMOHeHTaM Npenaparta; runepepruyeckiie peakumm B , Cl cnpi aLeTUNCanuLMUIoBOI KUCIOTbI unu Apyrvx HIBIM, B ToM uncne, HUMeCynuaa; nosHoe
WM HeMofHOe coyeTaHne BPOHXMaNbHON aCTMbl, PELIMAVBUPYIOLLETO NONNMO3a HOCa WM OKOIOHOCOBbIX Ma3yX C HEMePeHOCMMOCTbIO aLeTUACaNMLIMAOBON KUCTOTbl 1 Apyrvx HIBI (B T.4. B aHamHe3e);
TenaToToKCUYECKNE PeakLyv Ha HUMECYNINA B aHaMHE3e; OHOBPEMEHHOE NPYMEHEHNE C PYTVIMUA NIEKapCTBEHHBIMM NPenapaTamu C NOTEHLMaIbHOM renaToTOKCUYHOCTbIO; XPOHMYECKIE BOCMAINTE IbHbIE
3a6oneBaHNA KuwedHMKa (6onesHb Kpoa, A3BeHHbI KONMT) B dpase 06OCTPEHNS; NepuUoA Nocne NPOBeAeHNs a0PTOKOPOHAPHOTO WYHTMPOBAHWA; IMXOPAA0UHbI i CMHAPOM MpW NPOCTYAe 1 OCTPbIX
PecnupaTopHO-BUPYCHBIX WHGEKUMAX; NMOA03PEHNE Ha OCTPYI0 XMPYPrUYecKyio NaTosioruio; A3BeHHas 60ﬂe3Hh XenyKka WM BeHafILaTUNEPCTHON KNIWKN B da3e 060CTPeHs; SpO3NBHO-A3BEHHOE
NopaXeH1e KenyAouHO-KULIEYHOTO TpakTa; neppopaLnn UmM KenyaouHo KPOBO ; Llepe6poBacKynApHble KPOBOTEUEHUA B aHamHese wnu apyrvue 3aboneBaHus,
COMNPOBOX/AIOLMECA MOBbILEHHON KPOBOTOUYUBOCTbIO; T Hapy cBepT KpOBU; m)Kenaﬂ ceppeyYHan HelOCTaTOYHOCTb; TAXEeNasn NoYeyHas HeloCTaTOYHOCTb (KNMPEHC KpeaTuHuHa < 30
MN/MUH), NOATBEPX/EHHAA rUNepKaaMeMns; NeYeHoUHas HeJoCTaTOYHOCTb UK Nioboe akTMBHOe 3a6oneBaHne NeyeHy; AETCKM BO3pacT A0 12 neT; 6epemMeHHOCTb 1 Nepyop, rpyAHOTO BCKapMIVBaHNA;
anKoroNn3M, HapKOTWYeCKas 3aBUCMMOCTb; HACNEeACTBEHHAs HENepeHOCMMOCTb GPYKTO3bl, AedULMT caxapasbl-u30oManbTasbl I CUHAPOM Manbabcopbuvn MIOKO3bi-ranakTosbl. C OCTOPOXKHOCTBIO:
apTepuasnbHas rMnNepTeHsuA, caxapHblil AnabeT, KOMNEHCMPOBaHHaA CepAeYHan HeAOCTaTOYHOCTD, NWeMUYeCKan 6onesHb Cepala, uepe6pOBaCKynﬂprle 3a60r|eBaHMﬂ, ancaMnuaemMna/runepannuaemMms,
3a6oneBaHNA nNepupepnUEcKMx apTepuil, reMOpPArM4ecKuii AnaTes, KypeHme, KMPeHC KpeatHiHa 30-60 mn/MuH; 0€e Mof KKT ; MHbeKums, Helicobacter pylori B
aHamHes3e; NoXW/Ioi BO3pacT; AnuTe/bHOe NpeAwecTsylollee npumeHeHne HIBI; Taxenble comaTnyeckme 3a6oneBaHuA. OpHoBpemeHHoe npmmeHeume co cne,qy»ou.lvlmm npenapaTami: aHTUKOAry/saHTbI,
aHTWarperaHTbl, NepopasbHbIe MIOKOKOPTUKOCTEPONADI, CENEKTVBHbIE MHIMOGUTOPLI 06PATHOrO 3axBaTa CepOTOHKHA. CNOCo6 NpUMeHeHNA U A03bl: HUMeCn® NpMHUMAaKOT BHYTPb Mo 1 nakeTuky (100 mr
HUMecynuaa) fiBa pasa B AieHb. [penapat pekomeHayeTca NpUHUMaTh nocne efbl. MakcmasnbHas Npoo/KUTeNbHOCTb Kypca nedeHns — 15 gHeit.

OtnyckaeTca no peuenTy. IHopmaLyma Ana crneLnanicTos 34paBoOXPaHEeHNA.
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