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[p1 HanpaBneHUy CTaTby B pefaKLI0 XypHana «HepeHO-MblLLeuHble GonesHu»
aBTOpaM Heo6X0AMMO PYKOBOACTBOBATBLCA CMlEAYIOLLIMMM NPaBUNAMU.
1. 06wue npaBuna
[Tpv NepBUYHOM HanpaBneHN PyKOMUCK B pedaKLuio B KOMAN 3NEKTPOHHO-
r0 MUCbMA JOMKHbI ObiTb yKa3aHbl Bce aBTOPbI AaHHOI cTaTbu. 06paTHylo CBA3b
C pefaKumeil 6yaeT noaAepuBaTb 0TBETCTBEHHDIN aBTOP, 0003HaYeHHbIN B CTa-
Tbe (CM. NYHKT 2).
[lpenctaBnenve B peaakLmio paHee ony6IMKOBaHHbIX CTaTeil He AOMyCKaeTCA.
[lna paccMoTpeHua pykonucy pesakumn Tpebyetca NuCbMeHHoe cornacue Kax-
[0r0 aBTopa Ha 06paboTky 1 pacnpocTpaHeHne NepCOHANbHBIX JaHHbIX B NEYaTHOM
1 undpoBom Buae. CkaH NOANMCAHHOTO cornacua HeobXoANMO 3arpy3uTb Kak Aonon-
HUTENbHbI daiin B pazaene «onucaHue» Npu nogaye CTatby. MeyatHblii NOANMCAHHBIN
BAPUaHT COrnacua Heobxoa4MMo OTNPaBUTL HA aApec pefakLmn.
2. 0dopmneHue faHHbIX 0 CTaTbe U aBTOpax
MepBad cTpaHULa JOMKHA COREPKaTb:
— Ha3BaHIe CTaTbM,
— VHILMANDI U GaMUAIN BCeX aBTOPOB,
— yueHble CTeneHu, 3BaHINA, AOMKHOCTY, MeCTo paboTbl KaXA0ro U3 aBTOPOB,
a T1akxe ux ORCID (npu Hanuuum),
—NOSIHOe Ha3BaHWe yupexzeHna (yupexzaeHnii), B KOTOPom (KOTOpbIX) Bbl-
nonHeHa pabota,
— afpec yupexzeHna (yupexaeHuii) C ykasaHuem MHAeKca.
MocneHAA CTpaHMUa JOMKHA coaepaTb (BefeHNA 06 aBTOpe, OTBETCTBEHHOM
32 (BA3b C pefakumeii:
— Gamunna, M, 0TYECTBO NONHOCTbH,
— 3aHIMaeMas JOMKHOCTb,
— yueHas cTeneHb, yueHoe 3BaHue,
—NepcoHanbHblit MexayHapoaHblit ngeHtudukatop ORCID (nogpobHee:
http://orcid.org/),
—nepcoHanbHblil uaextugukatop B PUHLL (nogpobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TenedoH,
— afpec 3NeKTPOHHOI NouTbl.
3. 0dpopmneHme TeKcTa
(Cratbu npuHMMatoTca B dopmarax doc, docx, rtf.
LWpn¢t — Times New Roman, kernb 14, MexcTpouHblil uHTepBan 1,5. Bee ctpanu-
Libl ZOMKHbI ObITb NPOHYMePOBaHbI. TeKCT CTaTbIn HAYMHAETCA CO BTOPON CTPaHNLbI.
4, 06bem cTareii (6e3 yyeTa UnniocTpawuii M CMCKa NTePaTypbI)
OpuruHanbHas craTba — He 6onee 12 ctpanu (66nbLumii 06bem fonyckaeTca
B UHANBMAYaNbHOM NMOPAIKE, N0 PELUEHNIO pefaKLnm).
OnucaHne KNNHUYECKUX CNyyaeB — He Gonee 8 cTpaHuL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL.
KpaTkue coobiieHns u nucbma B peakuuio — 3 CTpaHuLibl.
5. Pe3iome
Ko Bcem Bupam cTateli Ha 0TAeNbHOI CTpaHULE JOMKHO ObITb NPUNOXKEHO pesto-
Me Ha PYCCKOM U aHTTINIACKOM (110 BO3MOXHOCTH) A3blkax. Pe3iome OMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTby, HE3aBUCUMO OT ee TeMaTUKU.
06bem pestome — He 6onee 2500 3HaKOB, BKAtoYas npobenbl. Peiome He 0MKHO
COAEPXaTb CCbIKN HA NCTOYHMKN IUTEPaTYpbl 1 MANKCTPATUBHDII MaTepuan.
Ha 370/l e CTpaHuLie NOMELLAIOTCA KNloueBble (0B Ha PYCCKOM U aHINIACKOM
(no BO3MOXHOCTM) A3bIKaX B KonuuecTse ot 3 10 10.
6. CTpykTypa cTareil
OpuriHanbHasa cTaTbA JOMKHA COAepaTb CefyloLne pa3genbl:
— BBE/IEHMe,
—Lenb,
— Matepuanbl i MeTofbl,
— pe3ynbrarbl,
—obcyxpeHue,
—3aKJloueHune (BbIBOAbI),
— BKNaZ Bcex aBTopoB B paboty,
— KOHGAMKT MHTEPECOB ANA BCeX aBTOPOB (B CMlyuae ero 0TCyTCTBIUA HE0bX0-
ANMO YKa3aTb: «ABTOpbI 3aABNAT 06 OTCYTCTBIAM KOHOANKTA UHTEPECOBY),
— 0po6peHue NPOTOKOAa MCCNef0BAHIA KOMUTETOM N0 6103THKe (C yKa3aHu-
€M HoMepa ¥ AaTbl NpoToKona),

— MIHYOPMUPOBAHHOE COrNacke NaLMEHTOB (ANA CTaTeli C aBTOPCKUMM UCCNe-
AOBAHMAMM ¥ ONUCAHUAMI KNMHINYECKNX CTTyYaeB),

—Npy1 Hanuuuu GUHAHCUPOBAHUA NCCNEZ0BAHNA — YKA3aTb €ro MCTOYHUK
(rpaHTnT.4.),

— bnaropapHoCTI (pasaen He ABNAETCA 0043aTeNbHbIM).

7. UnmiocTpaTuBHbIN MaTepuan

WnniocTpaTuBHbI MaTepuan AoMmKeH ObITb NpeCcTaBNeH B BUAE OTAEbHBIX (aii-
0B 1 He GUrypupoBaTb B TeKCTe CTaTb. [laHHble TabnuL He JOMKHbI NOBTOPATD JaH-
Hble PUCYHKOB M TeKCTa 1 Hao60poT.

Ootorpadpum npeacrasnaiorca B opmarax TIFF, JPG ¢ paspewweHnem He meHee
300 dpi (Touek Ha Atoiim).

PucyHku, rpa¢ukm, cxembl, fUarpammbl JOMKHbI ObITb pefakTpyembimu,
BbinonHeHbIMu cpeactBami Microsoft Office Excel unu Office Word.

Bce puCyHKM [OMXKHBI ObITb MPOHYMEPOBaHbI 1 CHABXeHbI NOAPUCYHOUHBIMIA
noanucamu. OparmeHTbl pUCyHKa 0603HavakoTCA CTPOYHbIMM ByKBaMI pyccKoro anda-
BUTa — «a», «<O» U T. Ji. Bce cokpalLieHus, 0603HaueHns B BULe KpUBbIX, OykB, undp
WT. A, UCMONb30BAHHbIE HA PUCYHKE, AOMKHbI ObITb paciundpoBaHbl B MOAPUCYHOUHOI
noanucy. MoAnucy K pucyHKam JaloTca Ha 0TAENbHOM NUCTe NOCTe TeKCTa CTaTby B 04-
HOM C Heil daiine.

Tab6nuubl J0mKHbI 6bITb HArNAZHBIMM, UMETb Ha3BaHUe U NOPAAKOBLIN HOMep.
3aronoBKm rpad OMKHbI COOTBETCTBOBATD UX COAEPXaH0. Bce cokpaLyeHus pacumd-
POBbIBAOTCA B NPUMEYaHUy K Tabnmue.

8. EAvHMLbI 3MepeHus N CoKpaLLeHna

EnuHnubl namepenna fatotca B MexayxapoaHoil cucteme egunmy (CH).

CokpaLLeHna C110B He A0MycKaloTCA, Kpome o6LienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTbil AOMKHDI 6bITb NONHOCTbIO PaciundpoBaHbl NPU NEPBOM YNOMUHAHIM
(Hanpumep, oHkoremartonorus (Or)).

9. Cnncok nuTepartypbi

Ha cnepyloweil nocne TekcTa cTpaHuLe CTaTbi JOMKEH Pacnonaratbea CNUCOK
LMTUpYeMON uTepaTypbl.

Bce MCTOUHMKI BOMKHBI 6bITb IPOHYMEPOBaHbI, HyMepaLma 0CyLLecTBAATCA
CTPOT0 N0 NOPAZKY LUTUPOBAHIA B TEKCTE CTaTbl, He B andaBuTHOM nopsaake. Bee
CCHINKIA HA MCTOYHUKIN IUTEPATYpbl B TEKCTe CTaTbyi 0603HaualoTca apabckiumm und-
pamu B KBaapaTHbIX ckobkax HaunHaa ¢ 1 (Hanpumep, [5]). Konuuectso untupye-
MblIX paboT: B 0pUrMHaNbHbIX CTaTbAX — He bonee 20—25, B 0630pax AnTepatypsl —
He bonee 60.

(CbINKM [OMKHBI [AaBATbCA HA NEPBOMCTOYHNKM, LUTUPOBAHIUE OJHOTO aBTOpa
Mo paboTe Apyroro HeLoNyCTUMO.

BKntoueHve B CvCoK NUTepaTypbl TE3UCOB BO3MOXHO UCKMKUMTENLHO MK CCbin-
Ke Ha MHOCTPaHHbIe (QHTN0A3bIYHbIE) UCTOUYHMKN.

(colnKu Ha AnccepTaum u aBTopedeparbl, HeonybnnKoBaHHble paboTbl, a TaKkxKe
Ha [laHHble, NOMyYeHHbIe U3 HeOPULIMANbHDBIX UHTEPHET-ICTOYHIKOB, He JOMYCKAKTCA.

[InA Kaxaoro NCTtouHNKa HeobXoANMO YKa3atb: Gamuani i MHMLMANLI ABTOPOB
(ecnu aBTopoB Gonee 4, yka3biBatoTCA NepBble 3 aBTOpa, 3aTeM CTaBUTCA «U Ap.» B pyC-
CKOM 1y "et al.” B aHIMIACKOM B TeKcTe). ABTOPbI LMTUPYEMbIX UCTOYHUKOB JOMKHbI
ObITb yKa3aHbl B TOM e NOPALKe, UT0 11 B NePBOMCTOYHNKE.

[pu ccbinKe Ha CTaTbY U3 XKYPHANOB NOC/E aBTOPOB YKa3blBAKT Ha3BaHMe CTa-
Tbl, Ha3BaHWe XXypHana, rof, Tom, HoMep Bbinycka, cTpaxubl, DOI cratbu (npu Hanu-
yun). Mpu ccoinke Ha MOHOTPadMK YKa3blBaIOT TakKe NONHOE Ha3BaHMe KHUMN, MeCTo
WU3[aHus, Ha3BaHIe N3[ATeNbCTBA, FOf U3LAHIA, YNCNO CTPaHNL,

(TaTby, He COOTBETCTBYIOLME AHHBIM TPE6OBaHUAM, K PacCMOTPEHMIO
He NPMHMMAIOTCA.

061wKe nonoxeHua:
+ PaccmoTpeHue cTaTbi Ha npeameT Ny6nKaLmy 3aHUMAeT He MeHee 8 Hefienb.
« Bce noctynatowume cTatb peLieH3upyroTca. PeLieH3na ABNAETCA aHOHUMHOIA.
« Pepakuua octaBnset 3a coboii NpaBo Ha pejakTUpOBaHue CTaTeil, NpefCcTaB-
NeHHbIX K nybankaumm.
« Pefakuua He npepocTaBnAeT aBTOPCKME IK3eMNAAPbI XypHana. Homep
KypHana MOXHO NOAYYMTb Ha 06LLMX OCHOBAHMAX (CM. MHOPMaLIVIO Ha caiiTe).
Matepuanbl ana ny6nukauum npuHUMaloTca no agpecy:
neuromuscular.diseases@gmail.com.

Monnasa Bepcua Tpe6GoBaHuil NpeACTaBNeHa Ha caiiTe XypHana.
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tupoBaHust (PUHLI), umeer nmmnakr-dakTop, 3aperucTpupoBaH B 0a3e JaHHBIX Scopus, cTaTbu
VHJEKCUPYIOTCS C MoMollbio LnubpoBoro uaeHtudbukaropa DOI.

www.neuromuscular.ru
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HepBHo-Mblweynbie BONTE3HU
Pedakuyuonnas konneeus

TJIABHBIN PEIAKTOP

Huknrun Cepreii CepreeBud, 0.m.H., npogheccop, 3asedyrouiuii Kageopoil eeHemukuy HepeHvixX 00ae3Hell
DI'bHY «Meduko-eenemuueckuii Hay4hbiil yenmp um. axkao. H.I1. bouxosa», npedcedamens Pecuonanvholi obuec-
meenHol opeanusayuu «Obuecmeo cneyuaniucmos no HepeHo-mulieuHsim boaesnam» (Mockea, Poccus)

SAMECTUTEJIN INTABHOTO PEJAKTOPA

IHonaxos Anexcanap Baamumuposuy, 0.0.4., npogheccop, uaen-xoppecnondenm PAH, eenemux, 3aeedyrousuii
nabopamopueti JIHK-0uaenocmuru @I'bHY «Meduxo-eenemuueckuii Hay4motit yenmp um. akao. H.I1. bouxosa»
(Mockea, Poccus)

Cynonesa Haranbs AnekcanapoBHa, 0.m.H., npogheccop PAH, uaen-xoppecnondenm PAH, neeponoe, epau
dynkyuonanvhoil duaenocmuku, oupekmop Hucmumyma Heiipopeabuaumauyuy u 60cCMAaHOBUMENbHBIX
mexHonoeull, HayuHbvll KoHcyavmaum Ilenmpa 3a60neeanuil nepughepuueckoili HepeHOU cucmembl
OI'bHY «Hayunsiii yenmp nesposaoeuu» (Mockea, Poccus)

OTBETCTBEHHGLIN CEKPETAPh

Kynmosa Enena Jleonnnosna (Mockea, Poccus)

HAYYHBII PEJAKTOP

Jpyxunmnn JImurpuii CepreeBud, 0.m.H., Heapoaoe, accucmenm Kageopvl HepeHbix bone3Hell ¢ MeOULUHCKOLL
eenemuroii u neipoxupypeueiit DI'BOY BO «Spocaasckuii 2ocyoapcmeeniniii MeOUYUHCKUL YHUBEPCUMEND
Mun3zdpasa Poccuu (dpocaaeas, Poccus)

PEJAKIITMOHHASA KOJUIETUA

Apremenko Ana PaBuibeBHa, 0.m.H., Heponoe, 6e0yujuii Hay4Hblii COMPYOHUK HAYHHO-UCCA008AMENbCK 020
omaena Hegponoeuu HUI] DITAOY BO «Ilepsuiii Mockosckuii eocy0apcmeenHblil MeOUYUHCK U YHUGepCU -
mem um. 1. M. Ceuenosa» Munzdpasa Poccuu (Mockea, Poccus)

Bapaakos Cepreii HukonaeBuy, x.m.H., Heeponoe, cneyuaiucm no QYHKUUOHANbHOU JuazHoCmUKe,
OI'bBOY BO «Boenno-meduyunckas akademus um. C.M. Kuposa» Munobopons: Poccuu (Cankm-
[lemepbype, Poccus)

Hanamu Enena JleonnnoBHa, 0.m.4H., npogeccop, eenemuk, enaghviii Hayumotii compyornux OIBHY «Me-
duko-cenemuueckuii HayuHolii yenmp» (Mockea, Poccus)

3axaposa Exarepuna FOpbeBHa, 0.:.1., eeHemuk, 3a8edyrouias 1adbopamopueli HacieocmeeHHbix 601e3Hell 00me-
Ha eeuwgecme OI'bHY « Meduko-eenemuueckuil Hayunviii yenmp um. axao. H.I1. bouxosa» (Mockea, Poccus)

Nnnapuomkun Cepreii HukonaeBud, 0.m.H., npogeccop, akademurx PAH, neeponoe, 3amecmumens oupex-
mopa no HayuHoii pabome, pykogooumenb omaoena ucciedosanuii mozea OI'BHY « Hayunwiit uenmp neepo-
noeuuw» (Mockea, Poccust)

Kamnknn Anekcanap JleonumoBud, x.m.H., Kapouonoe, cneyuanrucm ¢ 00aacmu cOMHOAOUU, Oelicmeu-
menvhblil unen Egponeiickoeo obuecmea uccaedosameneii cha (ESRS), pykosodumens yenmpa meouyuvt
cha MHOLI MTY um. M.B. Jlomonocosa (Mockea, Poccus)

KypenkoB Anekceii JIbBoBUY, 0.M.H., Heaponoe, 8edyusuli Hay4Hblii CompyOHUK omoeaeHUs NCUXOHe8POA0-
euu u ncuxocomamuueckot namonozuu ODIAY « Hauuonanvrotii MeOuyuHcKUil Uccaedo8amensckuil YeHmp
300posbs demeit» Munzdpasa Poccuu (Mockea, Poccus)

Kyues Cepreii UBanosuy, 0.:m.1., npogeccop, akademux PAH, dupexmop @®I'bHY « Meduko-eenemuueckuii
HayyHblil yenmp um. akad. H.I1. boukosa», 3asedyrowuii kagedpoii PHUMY um. H.U. ITupoecosa, eraemulii
eHeuwimamublil eeHemuk Mun3opaea Poccuu no meduyunckoii eenemuxe (Mockea, Poccus)

Jlanun Cepreit BaaaumMupoBuy, k.. H., asiepeosoe-uMMyHO0A0e, 3a6e0youull 1abopamopueli OuazHoCmu-
KU aymouMMyHHbIX 3a0osesanuti Hayuno-memoduueckoeo yenmpa no moaekyisapHoi meduyune
DI'BOY BO «Ilepswiti Carncm-Ilemepbypeckuii cocyoapcmeentbiii Meduyunckuii yrusepcumem um. akao. U.11. [las-
106> Munzopaea Poccuu (Cankm-Ilemep6ype, Poccus)



HepBHo-Mblweunbie O JIE3HH
Pedakuyuonnas koaneeus

Maubmoepr Cepreii AjleKcanapoBud, 0.m.4., npogeccop, Heepoaoe DI'BY3 «llenmpanvhas demckas Kau-
Huyeckas boavruua OMBA Poccuu» (Mockea, Poccust)

Pynenko Imutpuii UropeBuy, 0.m.H., Heapoaoe, pykosodumenv Heitipouenmpa Cankm-IlemepOypeckoeo
T'BY3 «lopoockas muoconpoguavras 6oavruya Ne 2» (Cankm-Ilemepbype, Poccus)

Cmupun Hukonait HukonaeBu, 0.:m.1., npogeccop, Heeponoe, 3asedyrowuii kaghedpoil HepéHbix bonesHell
u meduuunckou eenemuxu PIBOY BO «fpocarasckuii eocydapcmeennbiii MeOUUUHCKUN YHUBEPCUMEem»
Mumn3zopasa Poccuu (Spocaaéns, Poccus)

CyxopykoB Baaguvup CepreeBmd, 0.u.H., npogeccop, pykogodumens aabopamopuu Heiipomopgosouu
DIBHY «Hayunviii uenmp nesponoeuu», npogheccop Kaghedput eucmonoeuu, SMOpUOA0UL U YUMOA0UU
PHUMY um. H.U. [Tupoeosa (Mockea, Poccus)

®enoros Banepuii [1aBiaosuy, k. m.H., e1aéHbLil 6HewmamHblii 2eHemuk Boponescckoii obaacmu, 3a6edy-
rowuil meduxo-eenemuyeckoil koncyasmauuei bY3 BO «Bopouescckas obracmuasn kaunuueckas 601bHU-
ya No 1» (Boponeac, Poccus)

PEJIAKITMOHHBIN COBET
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OueHKa BHYTPUKOPKOBOI0 TOPMOXKEHUA
C NPUMEHEHUEM MeTOAUKU OTCNeXUBAHUA Nopora
npu 60KOBOM aMMOTPO(hUYECKOM CKlepo3e

N.C. Bakyaun, A.X. 3aouposa, A.T. IToiinamesa, /I.0. Cununupid, /1.10. Jlarona, A.P. Haruesna,
M.H. 3axapoBa, H.A. Cynonesa, M.A. [Iupanos

DIbHY «Hayunwiii yenmp neeponoeuu»; Poccus, 125367 Mockea, Boaokosamckoe uocce, 80

KoHTaKThI:

Wnbs Cepreesuy bakynuu bakulin@neurology.ru

BeepeHue. OLeHKa KOPOTKOMHTEPBAJIbHOTO BHYTPUKOPKOBOTO TOpMOXeHUs (short-interval intracortical inhibition, SICI)
C NpUMEHEHMEM TPaHCKpaHUanbHOi MarHuTHON ctumynauuu (TMC) napHbIMK CTUMYNAMU U METOAMKM OTCNEXMBAHMA NO-
pora — nepcnekTUBHbIA NOAXoA Ans pa3paboTku GMOMapKEpPOB NOpPAXKEHWUS MOTOPHOI KOpbl Npu GOKOBOM aMUOTPOdU-
yeckom cknepo3e (BAC). PaHee nokasaHbl BbICOKas YyBCTBUTENLHOCTb W CNELMEUYHOCTb AaHHOW METOAUKM, OfHAKO
noYTH BCE UCCNEA0BAHNA B 3TOM 061acTU BbINU BbINONHEHBI OAHOM rPYNNOil aBTOPOB.

Llenb uccneposaHua — pennukauma gaHHeix o Hapywerun SICI ¢ ucnonb3oBaHueMm METOLMKW OTCNEXMUBAHUA nopora
y nauueHTos ¢ bAC.

Marepuans! u metoabl. B uccnenosarue Gbian BratoyeHsl 18 nayueHTos ¢ bAC u 13 3a0poBbix f06poBoONbLEB. Y nauu-
€HTOB NPOBOAMNACH OLEHKA (DYHKLMOHANBLHOTO COCTOAHUSA, ONpefensIuch NPOLOMKUTENLHOCTD, HOPMA, CTaAUS U CKOPOCTb
nporpeccupoBaHus 3abonesanus. Npu nposeseHun TMC y Bcex y4acTHUKOB UCCNE[0BAHUA ONPefensnuch: 1) naccuBHbIi
MoTopHbIi nopor (MIN); 2) cpeaHAs aMnAUTyAa BbI3BaHHOTO MOoTOpHOTo oTBeTa (BMO) npu npepabasneHun 30 cTuMynoB
C MHTEHCMBHOCTBIO 120 % o1 MM; 3) SICI c ucnonb3oBaHUEM anropuTMa C ONTUMU3UPOBAHHBIM NApPanNeNbHbIM OTCIEXKM-
BaHWeM Nopora ¢ MeXCTUMynbHeIMKU uHTepBanamn (MW) 1,0; 1,5; 2,0; 2,5; 3,0; 3,5; 4,0; 5,0; 7,0 MC, a Takxe cpefHee
TOPMOXeEHWe aNa u3mepeHuin B guanasoHe MU ot 1,0 go 3,0 mc u ot 1,0 o 7,0 mc.

Pe3ynbrarbl. MM v amnautyga BMO cTatucTuyecky 3HauMmo He pasnuyanuch mexxay rpynnamu. Mpu BAC 6bin0 BbissBNEHO
CTaTUCTUYEeCKM 3Hauumoe cHuxkerune SICI npu MU 1,0 n 2,0 mMc, a TakKe AN yCpeaHEHHbIX 3HayeHuit ¢ MU ot 1,0 po 3,0 mc.
Cratuctuyecku 3Haunmoit koppensauuu MM, amnautya BMO u SICI ¢ KnMHWYeCKUMK NOKa3aTensamMu He 0GHapyKeHo.
BbiBoAbI. B HacTosAWEM peninKaLMOHHOM UCCNEA0BAHUM NOATBEPKAEHA BO3MOXHOCTb BbisBAeHUs npu BAC HapyweHuii
BHYTPUKOPKOBOrO TOpMOXeHUs npu TMC napHbIMM CTUMYNAaMK C NPUMEHEHUEM METOAUKM OTCNEeXMBaHUA NOpora.

KnioueBble CnoBa: TpaHCKpaHWanbHas MArHWUTHas CTUMYNALUUS, CTUMYASLUS NAapHBIMU CTUMYNAMK, BHYTPUKOPKOBOE
TOPMOXXEHUE, KOTCAEXKMBaHWE NOPOray, GOKOBOI aMMOTpodUYecKuit Cknepos

Ina yutupoBanua: bakynux W.C., 3abuposa A.X., Noiigawesa A.T. n Ap. OLueHKa BHYTPUKOPKOBOTO TOPMOXKEHUSA C NpU-
MEeHEHUEM METOLWKW OTCNEXWBaHUA nopora npu 60KoBoM aMMoTpoduyeckom cknepose. HepBHO-MbllweyHble 6one3Hu
2024;14(4):12-20.
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Intracortical inhibiton assessment using threshold tracking technique in amyotrophic
lateral sclerosis

LS. Bakulin, A.Kh. Zabirova, A.G. Poydasheva, D.O. Sinitsyn, D.Yu. Lagoda, A.R. Nagieva, M.N. Zakharova, N.A. Suponeva,
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Background. Assessment of short-interval intracortical inhibition (SICI) using paired-pulse transcranial magnetic
stimulation (TMS) and the threshold tracking technique is a promising approach to develop biomarkers of motor cortex
damage in amyotrophic lateral sclerosis (ALS). Both high sensitivity and specificity of this approach were shown
previously; however, almost all studies in this field were conducted by one group of authors.
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Aim. The replication of data showing impairment of SICI assessed by threshold tracking technique in patients with ALS.
Materials and methods. 18 patients with ALS and 13 healthy volunteers were included into the study. Functional state
of the patients was assessed as well as disease duration, form, stage and progression rate. Following values were
determined in all participants using TMS: 1) resting motor threshold (MT); 2) mean motor evoked potential (MEP)
amplitude of 30 stimuli applied with an intensity of 120 % MT; 3) SICI assessed using an algorithm based on paralleled
optimized threshold tracking with interstimulus interval (ISI) of 1.0 ms, 1.5 ms, 2.0 ms, 2.5 ms, 3.0 ms, 3.5 ms, 4.0 ms,
5.0 ms, 7.0 ms, as well as mean inhibition for values with ISI from 1.0 to 3.0 ms and from 1.0 to 7.0 ms.

Results. No significant differences between groups were observed for MT and MEP amplitude. Significant decrease
of SICI with ISI 1.0 and 2.0 ms as well as mean SICI from 1.0 and 3.0 ms was observed in ALS. No significant correlations
of MT, MEP amplitude or SICI with clinical values were found.

Conclusion. This replication study has shown the ability of paired-pulse TMS with threshold tracking technique
to identify the impairment of intracortical inhibition in patients with ALS.

Keywords: transcranial magnetic stimulation, paired-pulse stimulation, intracortical inhibition, threshold tracking,
amyotrophic lateral sclerosis

For citation: Bakulin I.S., Zabirova A.Kh., Poydasheva A.G. et al. Intracortical inhibiton assessment using threshold
tracking technique in amyotrophic lateral sclerosis. Nervno-myshechnye bolezni = Neuromuscular Diseases
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BBepeHue

BokoBoit amuotpoduueckuii ckiiepo3 (BAC) — onHo
13 HauboJee pacpoCTPaHEHHBIX HeMpOoaereHepaTUBHBIX
3a00JIeBaHUIA, XapaKTePHBIM ITPU3HAKOM KOTOPOTO SIBJISI-
€TCS COYeTaHHOE MOPakKeHNE BEPXHETO M HUXKHETO MOTO-
HelipoHOB. TunuuHble KIMHUYecKUe nposiBieHus: bAC
BKJIIOYAIOT ITOCTENIEHHO ITPOrPECCUPYIOLIE ITape3bl, Yalie
CMeIIIaHHbIE, a TAKXKe IbIXaTeJbHbIe U OyJIbOapHbIC Ha-
pYIIEHMSI, KOTOPbIE B OOJIBIIMHCTBE CJIy4yaeB MPUBOIST
K TM0eJIM MalMeHTOB B Te4eHUe 2—4 JIeT OT IOSIBJICHMUS
MEepBBIX CUMOTOMOB [1—3].

B nocnenHue rombl HaGIIOAAETCSA 3HAYMTEIBHBIN TIPO-
Ipecc B U3y9EHUM TeHETUKU 1 MOJIEKY/ISIPHBIX MEXaHU3MOB
HelpoaereHepaTUBHOIO MOPaXKeHWsI MOTOHEPOHOB TIPU
BAC [1, 2]. Pa3paboTtaH psig HOBBIX IOJAXOMIO0B K MaTore-
HETUYECKOI Tepalvy, BKJIIoUast TApreTHYI0 TeHHYIO Tepa-
o rpu HekoTopbix ¢opmax BAC [3]. bonbliioe 3HaueHne
HMMEIOT MOMCK W BaJUIalMs 00ObeKTUBHBIX OMOMapKepoB
BAC pns panHel u nugdepeHUraabHON IMarHOCTUKY,
MPOTHO3UPOBAHUS TeUeHsI 00J€3HU 1 MOHUTOPUHTA 3(h-
(beKTUBHOCTU Tepamnuu.

B TeyeHue WIMTEILHOTO BpEeMEHU ISl TUAarHOCTUKU
BAC ucnonb3ytorcs nepecMoTpeHHble Kputepun El Esco-
rial (2000), cornacHO KOTOPbIM MJIsI YCTAHOBJIEHUS AMa-
rHO3a HEOOXOAMMO HaJIMYMe TOpakeHUsI HUKHETO (KITr-
HUYECKH U 110 JAaHHBIM UT0JIbYATON 3JIeKTpOMUOTpacdum)
U BEpXHETo (KJIMHUYECKN) MOTOHEHPOHOB [4]. [Tpu aTom
n3BecTHO, UTo BAC siBsieTcs KOHTMHYYMOM (hOPM € pa3-
HOI BBIPAXKEHHOCTBIO MOPaXXeHUsI BEPXHETO U HIDKHETO
MOTOHEHPOHOB, BKJIIOYasl BApUaHThHI ¢ U30JMPOBAHHBIM
MOpakeHUEeM OHOM U3 MOIYJISLINI MOTOHEPOHOB (ITPO-
rpeccupylolast MpllieyHast aTpodus ¥ TIepBUYHbBIM O0KO-
BOI CKJIep03). J1o CuX ITop HET KOHCEHCYCa OTHOCUTEILHO
HO30JIOTUYECKOM TTPUHAMIEKHOCTH JaHHBIX (hOpM, XOTsI
B ITOCJICHEE BPEeMsI MX Yallle BCETO pacCMaTpUBAIOT B Ka-
yectBe BapuaHToB BAC [1, 5]. O6cykmaercst BO3BMOXKHOCTh

nuarHocTuku BAC He3aBUCHMO OT HATMYMST KITMHUYECKOMN
CUMIITOMATHKHM MOpaXkeHUs BepXHEro MoToHelpoHa. Oc-
HOBaHMeE JJISI 3TOT0 — IOsIBJICHUE Y OOJbIIMHCTBA MallM-
€HTOB C Mporpeccupylolleil MbILLIEYHOI aTpodueil mpu-
3HaKOB IOPaXXeHWsI BEpXHEro MOTOHEHpOHa MO Mepe
MpOrpeccupoBaHust OOJIE3HU WK post mortem [6, 7].

B npennoxennnix B 2020 . kputepusix Gold Coast
KJIMHUYECKUE MPU3HAKU MTOPaXEHUsT BEPXHETO MOTOHE -
pOHa He SBJISTIOTCS OOJIUTaTHBIMMU TSl YCTAaHOBJICHUS q1a-
rHo3a. [locie uckmoueHust Apyrux 3abonesanuiit BAC
MOXET OBITh TUAaTHOCTUPOBAH MPY HAJIMYMUU ITPU3HAKOB
MOopaXkeHUsI HIDKHET0 MOTOHEepoHa Ha 2 1 60J1ee YPOBHSIX
LIepeOPOCITMHAILHOM OCH U MMOATBEPXKIESHUHU TTPOrPeCcCU-
pylolero xapakrepa [5].

BwMecte ¢ TeM HEOOXOIUMO OTMETUTD, YTO TUATHOCTH -
ka BAC, oco6eHHO Ha paHHUX 3Tarax, Mo-MpekHeMy OCTa-
eTcsl c/oXHOM 3amaueit [7]. Ha 3To yka3biBaeT BbICOKast
4yacToTa AUAarHOCTUYECKMX OIMOOK. OCOOEHHO ClIOXHA
JMIMATHOCTUKA TTPY U30JIUPOBAHHOM ITOPaXKeHUU HUKHETO
MOTOHENpPOHa, TakK Kak TpedyeT auddepeHIray OT K-
POKOTO crieKTpa 0ojie3Hel ¢ mopaxkeHueM Iepudepuye-
CKOI'0 HEpOMOTOPHOTO armnapaTa, MHOTHE M3 KOTOPBIX
SIBJITIOTCS KypaOeIbHbIMU UM OTHOCUTEJBHO JOOpOKa-
yecTBeHHbIMHU [8, 9]. B cBsI3U ¢ 3TUM pazpaboTka 0Obek-
TUBHBIX MapKepOB MOPaXKEHUSI BEPXHEr0 MOTOHEpoHa
npu BAC octaercs akTyanbHol 3agaueii [10].

B HacTos11ee BpeMsi OCHOBHBIM METOJOM OLIEHKHU
(YHKIIMOHAJIBHOTO COCTOSIHUSI BEpXHEro MOTOHEepoHa
SBJISIETCSI TPaHCKpaHWaJIbHAsl MarHUTHAasI CTUMYJISIIIUS
(TMC). Takue crangapTHbie TToka3areau TMC, Kak Mo-
TopHbIi mopor (MIT) u Bpemst IeHTpaJbHOTO MOTOPHOTO
MPOBeJeHMSI, He 00J1a1at0T JOCTaATOYHON YYBCTBUTEIBHO-
ctbio pu BAC [11]. MHoroo6e1mamommuM NoaxoaoM s
BbIsIBJIeHUSI OroMapKepoB BAC siBisieTcst oLieHKa BHYTpU-
KOPKOBOTO TOPMOXKEHMUS C TTOMOIIbIO CTUMYJISILIMU Tap-
HbIMU cTuMyaamu [10—12]. Knaccuyeckuii BapuaHT pea-
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JIM3alMY JaHHOM METOIWKM TIPEITIoIaraeT peabsBIcHUE
MOANOPOroBOro KOHAWILMOHUpYIolero ctumyiaa (S1)
3a 1—6 Mc 0 HaATIOPOTrOBOTIO TECTOBOTO cTUMYa (S2), mpr
5TOM OIPENEISICTCS YMEHBIIICHUE aMIUIMTYIbl BHI3BAHHBIX
MOTOpHBIX 0TBeTOB (BMO) nipu napHoO# CTUMYJISILIMU 110
CPaBHEHUIO C U30JMPOBAaHHBIM IPEAbSIBICHUEM TOJBKO
HaJIIOpOroBoro crumyJa. JlaHHblii (peHOMEH, TTOTyYUBIIIA
Ha3BaHUE KOPOTKOMHTEPBAILHOIO BHYTPUKOPKOBOTO TOP-
MoxeHus (short-interval intracortical inhibition, SICI),
BEPOSITHO, OITOCPEAYETCSI TOPMO3HOM HEMPOTPAHCMUCCH -
eii uepe3 TAMK-A-peuenTopsl [11]. AKTyaTbHOCTb U3y4de-
HUs JaHHoro rokazatess npu BAC omnpenensercs moa-
TBEPKACHHBIM B Pa3HbIX UCCIEIOBAHUAX IOPaXeHUEM
TOPMO3HBIX MHTEPHEMPOHOB HeokopTeKca [13]. CHukeHue
SICI mpu BAC BbIcTynaeT MapKepoM HapylIeHUs TOPMO3-
HOI HEMPOTPAaHCMUCCHM Y TUIIEPBO30YIUMOCTH MOTOPHOI
KopsI [12].

BaxkHbIM OrpaHMYEHMEM KJIACCHMYECKOM METOAMKU
oueHku SICI, monyuyusiieit HazBaHue A-SICI (rme A —
aMILINTY/IAa), SIBJISIETCS BHICOKAsI BApMaOeIbHOCTh aMITI -
tya BMO. B KauecTBe ajibTepHAaTUBBI OblIa MpeaioXeHa
MeToauKa oTciiexuBaHus mopora (threshold tracking),
B paMKax KOTOPOI aHAIM3UPYETCsT He M3MEHEHUE aMILTUTY]T
BMO, a uaMeHeH1e UHTEHCUBHOCTY CTUMYJISILIMM TIPY Map-
HOI CTUMYJISILIIM IO CPABHEHMIO CO CTUMYJISILICH OMMHOY -
HBIMU CTUMYJIaMU 1181 ITotydeHrs BMO Toii xke aMITiTy bl
(T-SICI, rne T — nopor (threshold)) [14]. B cepuu uccneno-
BaHUIA, TPOBEACHHBIX IPYIIO aBTOpoB 13 CugHest (ABCTpa-
JIVIST), TIOKa3aHbl BEICOKAsT YyBCTBUTEIBHOCTD U CITEIIMDIY-
HocTb MeToauku T-SICI mpu BAC [12, 15—18]. CHikeHue
T-SICI ssBnsieTcst caMbIM MH(POPMATUBHBIM MapKepOM KOp-
KoBOro nopaxkeHust mpu BAC, 4To mo3BosIsieT UCIOJIb30BaTh
METOJI JUT IUarHOCTUKH [12, 15, 16].

OcHoBHoe orpaHndyeHue metonuku T-SICI — Hu3kast
JIOCTYITHOCTbh, TIOCKOJIBKY IIJISI €€ pealiM3aliii TpeOyeTcst
CIelMaJIbHOE IPorpaMMHoOe obecriedeHue. 1o cux rmop npax-
THYecku Bce uccienoBanus ¢ oueHkoi T-SICI mpu BAC
ObLIY MPOBENEeHbl OMHOM rpymmoil aBTopoB [19]. BaxHeii-
LM 3aJIoroM JaybHeiero BHeapeHus: oueHku T-SICI
npu BAC B KIMHUYECKYIO U UCCIIEI0BATEIbCKYIO ITPaKTH-
KY SIBJISIETCSI PETUIMKALIMSI JTaHHOM METOIMKMN HE3aBUCH-
MBIMU TPYIIIIaMM MCClIeoBaTesieil ¢ IpUMEHEHUEM pas-
HOTO ITPOrpaMMHOT0 00eCTICUECHMSI.

Ienb uccienoBanus — He3aBUCHUMAsT PETUTMKALIVS TaH-
Hbix o HapywieHun SICI npu BAC ¢ ucnoib3oBaHueM
METOIVKHU OTCJIeXKMBaHU ITopora. JlaHHas paboTa — Jio-
TMYHOE MPOI0JIKEHME HAIIETO MPEIbIIYIIEro NCCIIeI0Ba-
HMSI, HAIIPaBJICHHOTO Ha OLIEHKY OTHOCUTEIbHOM 1 a0Co-
JoTHON HagexHocTu oueHkKu T-SICI y 310poBBIX
J00poBoJIbLIEB [20].

Martepuanbi u metopbl

XapakTepucTHKA YYACTHMKOB MCCJIEIOBAHUSA U 00Iee
onucaHue Au3aiina. Bce 310poBbIe JOOPOBOJIBIILI M HAllK-
eHThl ¢ BAC nepen BKIOYeHNEM B MCClIeIoBaHUE ObLIU
03HAaKOMJIEHbI ¢ UH(OPMALIMOHHBIM JIUCTKOM U JaJIN

MUCbMEHHOE TOOPOBOJIbHOE MH(POPMHUPOBAHHOE COTIacHe
Ha yyactue B uccienoBaHue. [IpoToKos rccienoBaHus
ObIJT 01OOPEH JIOKATBHBIM 3THYecKMM KomuTeTroM @I'BHY
«HayuHbIit LIeHTp HeBpoJjoruu» (mporokona Ne 2-8/23
ot 15.02.2023).

Ilepen HayaqoOM CTUMYJISILIMU [JIs1 BBISIBJICHUS BO3-
MOXHBIX TPOTUBOMNOKA3aHUI YIaCTHUKH 3aTIOJTHSUIA CKPH-
HUHTOBBIA omnpocHUK. IIpoBoauiacs cbop aHamMHe3a
U geMorpaduyeckux JaHHbIX, a maueHTaM ¢ BAC — tak-
XK€ HEBPOJIOTMYECKUI OCMOTP U OLIEHKA 10 CIeUaTbHbIM
ILIKaJIaM.

Kpurepuu Bximodenust: 1) noOpoBoibHOE MHOOPMUPO-
BaHHOeE coryiacue; 2) Bo3pacT oT 18 no 70 net; 3) mis nauu-
eHToB ¢ BAC — Hajnmuyue quarHosa, yCTaHOBJIEHHOTO B CO-
OTBETCTBUM C TiepecMOTpeHHbIMM KputepusiMu El Escorial
(2000). Bxmouenne nauueHToB ¢ BAC npoBoauiocs rocie
00cenoBaHMs TSI NCKJTIOUEHMST IpyTuX 0oJie3Hei [S].

Kputepun HeBKIIOUEHUS/UCKIOUEHU: 1) oTKa3
OT YJacTusl B UCCIEI0BAHUH; 2) MPOTUBOIIOKA3aHMS K TPO-
BeneHuto TMC; 3) npueM BIMSIOIIMX Ha BO30YIUMOCTD
KOpBI JIEKAaPCTBEHHBIX IpenapaToB (BKIOYas pUIY30JI
s maieHToB ¢ BAC); 4) HaMuKMe MHBIX HEBPOJIOTHUYEe-
CKUX 3200JIeBaHU, ICUXUATPUIECKOIA TTaTOJIOTUH, a TAKXKe
COMaTUYeCKUX OoJie3HEel B MepHro] OOOCTPEHUs WIM Je-
KoMrnieHcauuu; 5) ajs nmauueHToB ¢ BAC — Hanuuue ra-
CTPOCTOMBI 1/ WIH MPOBEICHNUE HEMHBAa3UBHOM BEHTUISILIAN
JIETKMX.

B xoze uccnenoBaHus KaXXa0My Y4aCTHUKY OJHOKpAT-
HO BhbIITIOJHsUIach quarHoctudeckas TMC c ouenkoii MI1,
ammutynsl BMO 1npu HagmoporoBoil CTUMYJISILUU
u onipeneneHueM SICI ¢ mpuMeHeHUEeM METOIMKU OTCIe-
>XMBaHUs Mopora.

Kimaugeckas ouenka. /1151 oneHKY (yHKIIMOHAIBHO-
ro cocTosiHMS y naimeHToB ¢ BAC ucnosb3oBaiach nepe-
cmotpeHHas [llkana HapyleHU# QyHKIMI TPy O0OKOBOM
amuotpoduueckom ckiepose (ALS Functional Rating
Scale Revised, ALS FRS-R). MakcumainbHasi cyMMapHast
OlIEHKA IO JaHHOM IIKaJie MOXET COCTaBJIsATh 48 6aJI0B,
MEHbIINI CYMMapHbIi 0aJlJ1 COOTBETCTBYET OOJIbIIEH BbI-
paxkeHHOCTH (PYHKIMOHATbHBIX HapyieHuil. [Tpogomku-
TEJIbHOCTh 0O0JIE3HM OmpeAesijach Kak YMCI0 MecCsIeB
OT MOMEHTA IePBbIX CUMIITOMOB 10 BKJIIOUEHUS B UCCTIE-
noBaHue. 7151 OlIeHKU CKOPOCTH MporpeccupoBaHus 60-
JIE3HU UCIIOJIb30BaJlach cieayoias opmyna: 48 — cym-
MapHblid 0amt mo ALS FRS-R/nnutensHocTh Oosie3HU
B Mecsiax. @opMa 3ab0sieBaHUs OIpeIeIsiach 1Mo Kiac-
cupuxkannu O.A. XoHnkapuaHa: OyabbapHas, meiHHO-
TpyIHAask WK MOSICHUYHO-KpecTiHoBas. s onpeneaeHus
cTaguu 00JIE3HU UCIIOIb30BaIaCh OLIEHKA IO KJIMHUYEC-
kuM ctagusiMm BAC (King’s Clinical Staging System) ot
craguu 1 — BOBJIeYEHUE MEPBOT0 YPOBHS LiepeOpoCIIn-
HaJIbHOU ocu 1o ctaguu 4A/4B — nipoBeneHue racTpocTo-
MWY/HEMHBAa3UBHON BEHTWISILMU JIeTKUX [21].

JInarnoctnyeckas TMC: onenka SICI ¢ npumenenunem
oTcJexxuBanus nopora. st nuarHoctudeckoir TMC uc-
MOJIb30BAJICS TPAHCKPAHUAIbHbBI MATHUTHBIN CTUMYJISITOD
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HepBHo-mbiweyHbie 5OJIE3HH

«Heitpo-MC» s nmapHoit ctumynsuuu (OO0 «Heiipo-
co(t», Poccust) ¢ BocbMepKooOpa3HOit KaTyIIKOR U MOHO-
¢azHoit popmoii ctumynoB. Peructpauuss BMO npoBo-
JIAJIACh C TIOMOIIIBbIO HAKOXKHBIX 3JIEKTPOIOB C M. abductor
pollicis brevis. UccnenoBaHue BBITIOJHSIOCH Ha (DOHE MOJI-
HOT0 pacciiabIeHYsI MBIIIIbI-MUILIIEHU ITPY PACIIONOKEHU
HCIBITYEMOTO B HEMpODU3MOJOTUIECKOM Kpecie, ¢ IMo-
CTOSTHHBIM BU3YyaJIbHBIM KOHTPOJIEM aKTUBHOCTH ITO JaH-
HBIM HaKOXXHOM 3JIeKTpoMuorpapuu.

Ha nepBoM starie ornpeaesuiv J0KaaIu3aluio «ropsTaeii
TOYKM» JUISI MBIIIIBI-MUIIIEH! B OTBET Ha CTUMYJISILIMIO
00JIaCTH JIOKAIM3allii KOPKOBOTO MPEICTaBUTEIbCTBA
m. abductor pollicis brevis c nosiBnenuem BMO ammnutynoit
500—1000 MxB. CrieunaibHbIM MapKepoM Ha HaAeTON
Ha T'OJIOBY MCIBITYeMOI'0 MHAUBUIYaJbHON IIalIOYKe OT-
MeYaJiy TOUKY, IPU CTUMYJISIIIUM KOTOPOM PErMCTPUPYIOT-
¢ BMO MakcuManbHO# aMIIUTyAbl. B «ropstueit Touke»
onpeaesui maccuBHbIA MIT ¢ MCITOIb30BaHUEM aJITOPUT-
ma Rossini—Rothwell B Mogudukaunu S. Groppa 1 CoaBT.
[22]. 3a MII npuHUManu MUHUMAJIbHYIO UHTEHCUBHOCTh
CTUMYJISLIMU, Ipu KoTopoii BMO ammuiutynoii >50 MxB
pPerucTpUPOBAIUCH OOJIBbIIE YEM B IOJIOBMHE ClydyaeB
(MII50). dns onpeneneHust amruutyasl BMO mnpenbsis-
Jsi 30 HaIIMOPOTOBBIX CTUMYJIOB (C MHTEHCHUBHOCTBIO
120 % ot mumuBuayanbHoro MII50) B «ropstucii Touke»
st m. abductor pollicis brevis. CTUMYJIbI MMOAABaJUCh
CO CJIyYaliHbIM MHTepBajioM B AuarazoHe ot 2 g0 10 c.
Ammutyna BMO usMepsiach OT TMKa A0 ITMKa, aHaJIu-
3MPOBAJIOCh CPeIHEe 3HAYCHUE aMILIATY/IbI (32 UCKITIOUe-
HMEM IIePBOTr0 CTUMYJIa, KOTOPBIi NCKITIOYAJICST BCICACTBUE
BO3MOXHOM CTapTJI-PeaKkiIvn).

Hns onpenenenus SICI npumeHeHa MeToauKa OT-
CJIEXXVBaHUS IIOPOTa ¢ IIOMOIIIBIO aJITOPUTMa, BCTPOEHHO-
ro B nmporpamMmHoe obecneueHue «Heripo-MBIT.NET»
(000 «Heitpocod1», Poccust). MUcnonb3oBaH napaiesib-
HBIIi ONTUMU3UPOBAHHBIN AJITOPUTM, TPEATIOJIaraloIIuii
MPEIbSIBICHKE TTAPHBIX CTUMYJIOB C Pa3HBIM MEXCTUMYJTb-
HbIM uHTepBajioM (MUW) B cinyvaiinoM nopsiake. [Tpume-
HSUTMCH TTapHBIE CTUMYJIBI CO CICAYIOIIUMU 3HAYSHUSIMU
MMU: 1,0; 1,5; 2,0; 2,5; 3,0; 3,5; 4,0; 5,0 m 7,0 mc. UHTEH-
CUBHOCTb KOHIUIIMOHUPYIOIIETO CTUMYJIa cocTapisuia 70 %
ot MII st moaydyeHust oTBeToB amriuTyaoit >200 MxB
(MTI1200). Ong xaxmgoro MU anroputm ompenesnsiia
MIT1200 — MUHMMAJIbHYIO UHTEHCUBHOCTb TECTOBOTO CTH -
myia st nosrydeHust BMO ¢ ammurynoit >200 mxB. [lnst
onpeaeaeHus SICI mpu kaxxagom MU ncnonb3oBaHa dop-
myna: MI1200 npu napHoi# ctumyasuun — MI1200 npu
onuHo4yHOU ctumyssiiuu/MI1200 ripu ofMHOYHOM CTU-
Myt < 100 %. dist usmepeHuii B quamna3zoHe MU ot
1,0 mo 3,0 Mmc u ot 1,0 10 7,0 MC pacCUUTBHIBAIOCH CpeIHEE
TOPMOXKEHHUE.

AHanu3 paHHbIX. I CTaTUCTUYECKOTrO aHaau3a MC-
MoJIb30BaHO nporpaMMHoe obecrieueHrue MATLAB R2022a
(MathWorks, CIIIA) u StatTech 4.1.7 (OOO «CratTtex»,
Poccust). st onrcateIbHOM CTaTMCTUKY PACCUUTHIBATIUCH
MeauaHa, BepxHuil n HkHui kBaptuian (Me [UQ; LQ]).

st cpaBHEHMST 2 HECBSI3aHHBIX IPYII 1O KOJIMYECTBEH-
HOMY ITPM3HAKY UCITOJIb30BaJIC KpUTepuii MaHHa— YUTHU.
11 pacueTa KOPPEISIMOHHOM CBSI3M TTPUMEHSLICST KOA(D-
duument koppensunu CrnupMeHa. Pazmuuus cautannch
CTaTUCTUYECKU 3HAUYUMBbIMU TIpH p <0,05.

Pe3synbrathbl

B uccrnenoBanue BkitoueHbl 18 mamueHTtoB ¢ BAC
(13 MyXuMH), cpegHuit Bo3pacT — 56,5 [54,0; 68,0] rona,
Bce npaBiiu. Y 2 nauueHToB ¢ BAC BMO He mojyyeHbl
MPU CTUMYJISIIIAKA C MAKCUMAaJIbHOM MHTEHCUBHOCTBIO 13-
3a BBIPAXXCHHOTO CHMXXCHMS BO30YIMMOCTH MOTOPHOM
KOpBI, B CBSI3U C YeM B JAJIbHEUIINI aHAJIM3 BKIIOUYEHBI
16 60mpHBIX BAC (11 MyX4YWH), CpeTHHIA BO3pacT —
59,0 [54,0; 65,0] rona. B kauecTBe KOHTPOJILHOIM TPYIIIIBI 00-
cienoBaHbl 13 3M0pOBBIX JOOPOBOBLEB (7 MYy>KUMH), CPSAHUIA
Bospact — 27,0 [27,0; 31,0] rona, Bce npasiim. BozpacT 106po-
BOJIbLIEB OBUT CTATUCTUYECKM 3HAYMMO MEHBIIIE, YeM BO3pacT
naimeHToB ¢ BAC (p <0,05; kputepuit ManHa—YutHu). [e-
Morpaduyeckre JaHHbIe U KJIMHUYECKAsT XapaKTepUCTUKA
MaLMEeHTOB IPeJACTaBIeHbI B Ta0J. 1.

Bce nanuents! ¢ BAC 1 3mopoBbie 10OPOBOJIBLIBI MO -
HOCTBIO 3aBEepIIMIM MCClienoBaHue. Hu B omHOM citydae
HE 3aperMCTPUPOBAHO Pa3BUTHS HEXKeIaTeIbHBIX SIBJICHUIA
M OTKa3a OT MPOIOJIKEHUS yYaCTHSI.

B 1a6:1. 2 npuBeneHs! nokasareau MIIS50, ammautyn
BMO u SICI npu pazusix MU y mauuenToB ¢ BAC u 310-
poBbIx 100poBobLEeB. MIT50 u ammiutyna BMO cratu-
CTUYECKU 3HAYMMO HE Pa3Inyajuch MEXIy TpYIIaMu.
[Tpu BAC BbISIBIEHO CTaTUCTUYECKM 3HAUMMOE CHIDKEHUE
SICI mpu MU 1,0 u 2,0 mc, a TakKe OJ1 yCpeIHEHHbBIX
3”HayeHuii ¢ MU ot 1,0 go 3,0 Mmc. CTaTUCTUYECKU 3HAYU -
MbIX pasnnunii SICI mpu apyrux MU mexay rpynmnamu
He oOHapyxeHo. [IpuMepbl MHAMBUAYAIbHBIX KPUBBIX
TOPMOXKEHUS Y 3I0POBOTro J100poBobla U naureHTa ¢ BAC
MOKa3aHbl Ha pUC. 1, MeaMaHbl TPYIIIOBBIX 3HAYECHUI —
Ha puc. 2.

ITpu TpoBeeHUM KOPPEJISAIIMOHHOTO aHaIU3a CTaTh -
CTUYECKM 3HAYMMOI CBSI3U MEXIY HeHpohr3noIornye-
ckumu (MIT50, ammmutyna BMO, SICI) u KImHu4YeCcCKUMM
MoKa3aTeIsIMU (ITPOIOJIKUTEIBHOCT 00JIE3HU, CKOPOCTh
nporpeccupoBaHus, cyMmmapHbiii 60amn mo ALS FRS-R)
He BbIsiBJIeHO (p >0,05 Bo Bcex cinyyasx; TecT CriupMeHa).
CpaBHeHMe HelipodU3MOIOTMYECKUX TTOKa3aTeell B 3a-
BUCHMOCTH OT (hOPMBI U CTaIK O0JIE3HU HE IIPOBOIMIOCH
M3-3a HEOOJIBIIIOTO YKC/Ia MAIMEHTOB B MOATPYIIIIAX.

06cyxaeHune

B uccnenoBaHuM nMpu MCMOIb30BAHMU METOAUKH OT-
CJEXMBAaHUS TTOPOra ObUIO MOATBEPKACHO HapyIIeHUE
y nmauueHToB ¢ BAC SICI. CtaTuctuuecku 3HaYMMOe CHU-
xkenue SICI 6b110 nokazaHo wig MU 1,0 u 2,0 mc, a Takke
11t yepenHeHHbIx 3HadyeHuit SICI B unrepsane 1,0—3,0 Mmc.
Kpowme Toro, Hamu Ob110 oKa3aHo, 4to mpu BAC oTcyT-
CTBYET CcTaTUCTHMUecKU 3HaumMmas kKoppenasuuss SICI
¢ (GYHKIIMOHAIBHBIM COCTOSTHUEM TalleHTa, TTPOIOJIKM -

TOM 14

15



<
-—
3
=

16

HepsHo-Mblweynbie O JIE3HU
Opueunanvhsie uccaedoeanus | Original reports

Taomuna 1. Jemoepagpuueckas u kaunuveckas XapaKmepucmurka y4acmiukos Uccie008anus
Table 1. Demographic and clinical features of study participants

Parameter Control

Amyotrophic lateral sclerosis

Yuciio nauueHToB 13
Number of patients

16

CpenHuit BO3pAacT, JeT
Mean age, y.o.

27,0 [27,0; 31,0] 59,0 [54,0; 65,0]
Tlon (MycKoii/>keHCKuiA) 7/6
Sex (male/female)

11/5

CpenHss JIUTETbHOCTh 3a001eBaHMS, MEC
Mean disease duration, months

= 20,0 [11,0; 26,5]

®opma (OypOapHasi/IeiHO-TPYIHAsL/TTOSICHUYHO-KPECTIIOBAST)

Form (bulbar/cervico-thoracic/lumbo-sacral) a 3/8/5
Cramus (I/11/111) _
Stage (1/2/3) 8

Cpennsis onieHka o [llkane HapymeHuit hbyHKIIM Tpy 60KOBOM
aMUOTPO(PUUIECKOM CKIEPO3e, OalIbl —
Average score on the ALS Functional Rating Scale Revised, points

CpemHsisi CKOPOCTh MPOTPECCUPOBAHUS
Mean progression rate

39,5 [38,0; 41,0]

= 0,37 10,28; 0,62]

Tadauua 2. Momophbiii nopoe 045 8bI36AHHO20 MOMOPHO20 OMEema amnaumyooil >50 mx B, amnaumyoa evi36aHH020 MOMOPHO20 OMEEMA U KOPOMKOUHMep-
8a/1bHOE BHYMPUKOPKOBOE MOPMOJNCEHUE NPU PAZHBIX MENCCIUMYNbHbIX UHMEPBANax y NAUUeHMO8 ¢ D0K0BbIM AMUOMPOPUUECKUM CKAEPO30M U ZPYRNbL
KOHmpoAs

Table 2. Motor threshold for motor evoked potential with an amplitude more than 50 uV, motor evoked potential amplitude and short-interval intracortical
inhibition at different interstimulus intervals in patients with amyotrophic lateral sclerosis and controls

AmyOtrophic RUEHHSEIEoSS -

MII50, %

MT50, % 35,0 [30,0; 40,5]

34,0 [32,0; 37,5] 0,711

Awmiuutyna BMO, mB

o BV 0,860 [0,511; 1,373] 1,006 [0,452; 1,462] 0,882
1,0 13,70 [—4,45; 18,68] 21,50 [15,20; 27,60] 0,035
1,5 5,05 [—3,45; 12,72 8,20 [3,30; 13,70] 0,430
2,0 7,80 [1,82; 13,38] 21,00 [5,80; 30,20] 0,037
2,5 9,30 [4,04; 19,43] 18,10 [1,00; 30,20] 0,219
3,0 8,80 [—0,93; 13,60] 8,40 [-1,60; 18,70] 0,948
g%éi?;ﬁf 3,5 7,45[—2,25; 14,35] 8,60 [—-3,50; 18,20] 0,405
4,0 1,95 [-8,47;9,97] 2,90 [-0,70; 5,60] 0,913
5,0 2,80 [—4,35; 12,32] —3,40 [8,60; 1,30] 0,228
7,0 —4,70 [—11,00; —0,10] —3,30 [6,50; 6,20] 0,236
1-3 9,46 [—1,69; 14,20] 16,68 [7,88; 21,64] 0,046
1-7 4,30 [—1,12; 11,42 10,21 [3,62; 15,29] 0,136

ITlpumenanue. BMO — svi36annbiii momopHbiii omeem; MI150 — momopHwiii nopoe das BMO amnaumydoii >50 mxB; MU — mexccmu-

mynavhblii unmepean; SICI — kopomkounmepsanvHoe BHyMpPUKOPKOBOE MOPMOICEHUE.
Note. MEP — motor evoked potential; MT50 — motor threshold for MEP with an amplitude more than 50 uV; ISI — interstimulus interval; SICI —

short-interval intracortical inhibition.
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Puc. 1. llpumepvr uHOUBUOYaNbHBIX KPUBHIX MOPMONCEHUS Y NAUUEHMA
¢ 6ox06bim amuompoguueckum ckaeposom (BAC) u 30oposoeo doopogoavya.
ITo ocu opounam (Kopomkounmepeanvoe 8HYMpPUKOPKOBOE MOPMONCEHUE
(SICI), %) nokaszaro usmenenue UHMEHCUBHOCHU MECMOBO20 CHIUMYAA NPU
napHoil cmumyasiyuu, mpebyemoe 0as nOAYHeHUs 8bI36AHHO20 MOMOPHO0
omeema amnaumyooi >200 mk B, no cpasHenuto ¢ UHMEHCUBHOCIbIO U30-
AUPOBAHHO20 MECHO08020 CIUMYAA 05 NOAYHEHUS 8bI36AHHO20 MOMOPHO20
omeema moii yce amnaumyost. Ha nanuuue mopmodcenus ykasviéaem no-
A0XCUMeNbHOe 3HAUeHUe OAHHO20 NOKa3amens

Fig. 1. Examples for individual inhibition graphs in a patient with amyotrophic
lateral sclerosis (ALS) and a healthy volunteer. The ordinate axis (short-interval
intracortical inhibition (SICI), %) shows the change of test stimulus intensi-
ty in paired stimulation, which is required to acquire motor evoked response
with amplitudes more than 200 uV, compared to the intensity of isolated test
stimulus required for a motor evoked response of the same amplitude. A positive
value of this measurement means inhibition

TEJTbHOCTBIO M CKOPOCTBIO ITPOrpecCpOBaHusI 3a00IeBa-
Hust. MIT50 u cpennss ammntyaa BMO nipu BAC cratu-
CTUYECKU 3HAYMMO HE OTJIMYAIUCH OT TAKOBBIX KOHTPOJISI.

[TonyyeHHble gaHHbIe 0 HapymeHuu npu bBAC SICI
COIJIACYIOTCS C pe3y/IkTaTaMU paHee IMPOBEACHHBIX MCCIe-
JIOBaHUIA, BHITIOJTHEHHBIX C OIICHKOI BHYTPMKOPKOBOTO TOP-
MOXKEHUS C TOMOILLBIO Kak cTaHaapTHoro romxoaa (A-SICI),
TaK ¥ MeTonuKu otciexxuBanus ropora (T-SICI) [11, 14—19,
23]. Cuuraercs, 4TO OCHOBHOI MPUYMHON HapYLIEHUS
SICI siBnsieTcs nereHepalysi TOpPMO3HBIX MHTEPHEIPOHOB,
MoKa3aHHasl KakK B 9KCIEPUMMEHTAJIbHBIX YCIOBUSIX Y MO-
JIEJIBHBIX KUBOTHBIX, TaK 1 B PsIIC TaTOMOPMOIOTUIECKUX
uccaenoBanuii y mauueHToB ¢ BAC [12, 23]. [To naHHBIM
HEpOBM3YyaIn3allMOHHBIX UCCICIOBAaHUMI, Y TTAalIMCHTOB
¢ BAC B nepBUYHO#I MOTOPHOM KOpE CHUXKAETCS COIep-
>KaHMe TaMMa-aMUHOMAC/ISTHOM KUCIOTHI U YMEHBIIAeTCsI
cBasbiBanue 'C-(ymMaseHMnIa — aHTaroHucTa 6EH30.1M-
a3enuHoOBbIX perienTopos [13]. B 1esioM MHTEpHEpoOHO-
MaTHs pacCMaTPMBAETCS B KAYeCTBE BaXKHOTO MEXaHU3Ma
MaToreHe3a HelpoaereHePaTUBHOTO MOPAXKEHMSI MOTOPHOM
kopsl ipu BAC [12, 13].

Ouenka SICI npu ucnonszoBanun TMC napHbIMU
CTUMYJIaMU B TEYCHUE TIUTESILHOTO BpEMEHU paccMaTpy-
BaeTcs B KauecTBe HauboJee MepCleKTUBHOIO MOAXoaa

25

0\ i

Sa, %

1 15 2 25 3 35 4 5 7

MexcTumynbHbIR unTepBan, mc / Interstimulus interval, ms

BAC/ALS — Kontpons / Conrtol

Puc. 2. Meduansl 3nauenuii KOpomKoUuHmMeEpPEANbHO2O0 6HYMPUKOPKOB020
mopmocernus (SICI) y nayuernmos ¢ 60K08biM amuompoghuueckum ckaepo-
30m (BAC) u 300posuvix 000p06oables npu pasHbix MeNCCMUMYAbHBIX UHMED-
sanax

Fig. 2. Medians of short-interval intracortical inhibition (SICI) values
in patients with amyotrophic lateral sclerosis (ALS) and healthy volunteers
at different interstimulus intervals

JUTSL pa3pabOTKX MapKepa BBISIBJICHUS TTOPaXKEHUST BEPX-
Hero MmoToHeitpoHa ripu BAC [11]. JlanHbIi (heHOMEH 00-
HapyXMBaeTcs ellle Ha paHHMUX CTaausx 3abojieBaHUs,
BKJII0Yasl OECCUMITOMHBIX HOCUTEJIEH Kay3aTUBHBIX MYy-
tauuii [23]. Kpome Toro, SICI He MeHsIeTCs TIpU U3y4YeH-
HbIX BapuaHTaXx BAC-110100HBIX CUHAPOMOB, OOYC/IOBJIEH-
HBIX MOpaxXeHUeM MeprudeprIecKoro HeipoOMOTOPHOTO
anmapara [15]. B HecKoJIbKMX KPYIHBIX UCCIeIOBaHUAX
MOKa3aHbl BBICOKAsl YyBCTBUTEIBHOCTD U CIIEIIU(PUIHOCTD
oneHku SICI B iuarnoctrke BAC [16—19]. Ouenka SICI
MOKET ITO3BOJIUTh MOATBEPAUTH MOPAXKEHUE BEPXHETO MO-
TOHEWPOHA y MAallMEHTOB 0€3 COOTBETCTBYIOIIMX KIMHU-
YeCKUX IPU3HAKOB 1 3HAYMTEJIbHO YCKOPUTh YCTAHOBIIE-
HUe nuarHosa [16, 18].

Hns BHenpenust oueHkU SICI B KIMHUYECKYIO MpaK-
TUKY HEOOXOIMMO pEIIeHHUE Psijia TEXHUYECKKMX U METOIO-
JIOTMYECKUX BOIpocoB. HecMOTps Ha MmoTeHUMaIbHbBIE
MPEUMYIIIECTBA METOIUKM OTC/ICKMBAHMSI IIOPOTa 110 CPaB-
HEHUIO CO CTAHAAPTHBIM ITOAXO0A0M, 0 CHX ITOP HE TOJTy-
YEHO UX IPSIMBIX 9KCIIEPUMEHTAIBHBIX ITOATBEPXKICHMIA.
Tak, C.S. Nielsen u coasT. (2021) nmoxka3ajiu OTCyTCTBUE
pa3IMuunii HaAEKHOCTY 3TUX 2 MIOAXOIO0B Y 310POBBIX CYyOh-
ekToB [24]. H. Tankisi u coaBt. (2021) TakXe He BBISIBUIU
npeumyiectB T-SICI nepen A-SICI [25]. C npyroii cTo-
poHbl, G. Samusyte u coabT. (2018) mokazanu, uro T-SICI
uMeeT 0oJiee BBICOKYIO HaleXHOCTb IPU OLIEHKE KakK
B TEUEHME OJHOTO JAHSI, TaK 1 B pa3HbIC THU, a TAKXKE TPe-
OyeT JOCTOBEPHO MEHbIIIe BPEMEHM ISl BHITIOJHEHUS T10
cpaBHeHuio ¢ A-SICI [26]. Eme B omHOM McClieq0BaHUT
noka3zaHo cHmxkeHue Kak T-SICI, tak u A-SICI y nauueH-
ToB ¢ BAC 110 cpaBHeHUI0 ¢ KOHTpoJieM U BAC-niomo0HbIMUI
cunapoMamiu [19]. B 1o xxe Bpems mist T-SICI mokaszaHa
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BO3MOXHOCTb BBISIBJISITb U3MEHEHUST HA PAHHMUX CTAIUSIX
MPY MMHUMAJIbHBIX TTPU3HAKAX [TOPaXXEHMS BEPXHETO MO-
TOHEWPOHA, YTO Je/IaeT UMEHHO 3TOT ITOAX0 OoJiee Tep-
CIIEKTUBHBIM B KOHTEKCTE Pa3pabOTKK IMATHOCTUIECKUX
ouomMapkepos [19].

Hpyrue MeToau4YecKUe BOMPOCHI, TPEOYIOIIUE Nalb-
HEMIIIero n3ydeHus, BKJIIOYAIOT OIpeieIeHIEe ONITUMAallb-
HOTO aJIFTOPUTMa OTCJICKMBAHUS ITOPOra U HaIlpaBICHUs
ToKa B Karyuike [27, 28].

OCHOBHBIM OrpaHUYCHHEM JIsI GoJiee IMPOKOIo BHEIPE-
Hus oueHky SICI ¢ nmpyuMeHeHeM OTCIIeXKUBaHUS MOpora
B KJIMHUYECKYIO TTPAKTUKY CYMTACTCSI Majlasi JOCTYITHOCTh
Metoaa. Co3naHue ajlrOPUTMOB BCTPOSHHBIX B IIPOrPaMMHOE
obecrieueHre CTUMY/ISITOPOB CIEIAeT JaHHYIO METOIMKY Oojiee
JocTyrHoi. CremyeT Takke OTMETUTh, YTO aJITOPUTMBI ISt
oueHku SICI ¢ mpuMeHeHueM OTCIICXKUBAHMS ITOPOTra, BKIIIO-
Yasi pacyeT IoKa3aTesIeit, SIBIIOTCS aBTOMAaTU3MPOBAHHBIMU
1 He TpeOyYIOT OT Bpaya-MCCIIeI0BaTe sl CIICLIMATbHBIX HaBbI-
KOB. Peanuzarniyst Bcero aaroputMa B OOJIBIIMHCTBE CITy4acB
3aHMMaeT He Oosbliie 10 MUH, YTO TakKke HEMAJIOBAXKHO JJIsT
TpeIaraeMoro IMarHoCTUYeCKOro MeToa.

OcTaeTcs HeIOCTaTOYHO N3YIEHHOM CBSI3b BBIPAXKECH -
Hoctu HapyeHuit SICI npu BAC ¢ KIMHUYECKUMU 0CO-
oeHHocTaMu Oosie3HU. [To manHeiM P. Menon u coaBT.
(2020), SICI mpu BAC He paznuyaeTcsl Ha pa3HbIX CTaaAu-
sIX 3a00JIeBaHUsI, OMHAKO YMEHBILAETCS C YBEIUYSCHUEM
MPOAOKUTEIbHOCTH 0oJie3HU [29]. B Hallem nccinenoBa-
HUU CTAaTUCTUYECKU 3HAYMMOM KOPPEJISIIMOHHOM CBSI3U
SICI ¢ KIMHUYECKMMU NTPU3HAKAMU BBISIBICHO HE ObLIO,
OITHAKO 3TH TaHHbBIE HY>KHO TPAKTOBaTh C OCTOPOKHOCTHIO
13-3a HEOOJBIIIOrO pa3Mepa BeIOOpKU. C IpaKTUYECKOM
TOYKM 3PEHMST BaXKHO OTMETUTh, uTO olleHKa SICI coxpa-
HSE€T BBICOKYIO UYBCTBMTEIBLHOCTh M CIIEIM(MDUIHOCTH
y IalIMEHTOB C pa3HBIMU AUATHOCTUYECKUMU KaTerOpusi-
MM 110 TIepecMoTpeHHBIM KputepusiMm El Escorial [16, 17].
CHumxenue SICI Takke BBISBIISETCS TPU aTUTTMYHBIX Ba-
puaHTax 6oJie3Hu, BKIouast BAC ¢ u30J1upoBaHHBIM IMO-
paxXeHHeM HUXKHEro MoToHelipoHa [11].

[TonyyeHHbBIC HAMU JaHHBIE KOCBEHHO ITOATBEPXKIAIOT
HU3KYI0 uH(GopMaTUBHOCTL pu BAC cTaHaapTHBIX MOKa-
zatenieii TMC: MIT50 u ammumutyasl BMO. TunoBo30oynu-
MOCTb MOTOPHO#1 KOpPbI (HEBO3MOXHOCTb 3apeTMCTPUPOBATh
BMO B oTBeT Ha CTUMYJI MaKCUMaJIbHO MHTEHCUBHOCTH )
Ob1a BeIsiBIIeHa Hamu y 2 (11,1 %) u3 18 mauueHToB, 4TO

B LICJIOM COIJIacyeTcs C MOJYyYEeHHBIMU paHee JaHHBIMU.
Hanpumep, B KpynnHoM uccienoBanuu P. Menon u coaBT.
(2020) TMIIOBO30YAMMOCTh MOTOPHOI KOPHI ObLIa BBISIB-
neHa y 13 % nauueHTtoB [29]. HecMoTpst Ha HU3KYIO YyB-
CTBUTEIBHOCTD, TMIIOBO30YINMOCTb MOTOPHOI KOPBI MO-
KT CYMTAThCSI HAAEeXHBIM IPU3HAKOM IOpaXkKeHUs
BepXHero MoToHelipoHa [18].

K oCcHOBHBIM OrpaHUYEHMSIM HACTOSIILIETO UCCIICIOBAHKST
MOXKHO OTHECTU HEOOJIBIIION pa3Mep BBIOOPKU MAIMEHTOB C
BAC 1 310poBbIX JOOPOBOJIBLIEB U CTATUCTUYECKHU 3HAUMMbIE
pa3M4ysI B BO3pacTe MKy rpyrmnamMu. JlaHHbIe 00 n3MeHe-
nuu SICI ¢ Bo3pactom npotuBopeunBsi [23, 30, 31]. Hampu-
Mep, B KPYITHOM HCCJIeAOBaHUY ¢ BKItoueHueM 113 3mopo-
BBIX JIUII B Bo3pacTe oT 20 10 83 JieT He BhISIBJIEHO 3HAaUUMOM
cBa3u Mexnay SICI u Bospactom [30]. Tem He MeHee
B OyIyIIMX UCCIENOBaHUIX, O€3YCIOBHO, 11€J1eCO00pa3HO
BKJIIOUEHUE COTIOCTABUMBIX 110 BO3PACTy I'PYIIIT ITAIIMEHTOB
M 3I0POBBIX 100POBOJIbLEB. C Halllell TOUKY 3peHUsI, JaxXe
6oJiee BaxKHBIM SIBJISIETCS] PACCMOTPEHNE JOITOJIHUTEIbHOM
rpymnbl U3 nauueHToB ¢ BAC-mogoOHbIMU CUHAPOMaMU
C HAJIMYMEM JBUTATEIbHBIX HAPYIIIEHUH, ITOCKOJIBKY OHA
u3 runore3 c¢Ba3biBaeT cHkeHue SICI mpu BAC ¢ koM-
rneHcaToOpHbIMU MexaHu3MaMHu [11]. XoTs moka3aHoO OT-
cyrctBue uameHenuii SICI npu psane BAC-nmogoOGHBIX
CUHIPOMOB [15], 3TOT BoNpoc HyXaaeTcs B AadbHEHIlIeM
TIIATEJIBHOM M3YYEHUU U SIBJISIETCSI OCHOBOTIOJIATal0IIMM
B KoHTeKcTe mpuMeHeHus SICI kak AuarHocTUYecKoro
mapkepa BAC.

B pamMkax uccrienoBaHus U3-3a HeOOJIBILIOTO pa3Mepa
BBIOOPKM HaMU HE ITPOBOIMJICS pacyeT YyBCTBUTEIIEHOCTH
u cneuupuyHocty oueHku SICI npu BAC, uto Takxke
JOJIKHO CTaTh IPEAMETOM M3Yy4eHHMSI B OYIyILIEM.

BbiBOAbI

TakuM 006pa3oM, B HACTOSILEM PEIIMKALIMIOHHOM HC-
CJICIOBAaHUY TTOATBEPKIEHAa BOZMOXHOCTb OOHAPYKEHUS
y nauueHToB ¢ BAC HapyllleHUi1 BHyTPMKOPKOBOTO TOPMO-
keHus nmpu TMC napHbIMU CTUMYJIaMU C IIPUMEHEHUEM
METOIUKU OTClIexKMBaHMs Topora. LlenrecoobpasHo mpo-
JTOJDKEHUE MCCIICIOBAaHUI B TAHHOI 00J1aCTU C UCTIOJIb30-
BaHHUEM Pa3JIMYHOTO IIPOrPaMMHOTO 00ECTIEYCHMSI C 1IEITbIO
YHUGUKALMY TIPOTOKOJIOB, YTOUHEHHUS YYBCTBUTEIBHOCTU
U cieurpuaHocTr Metoauku npu BAC u onpeneneHus ee
MeCTa B aJITOpUTME 00C/IeI0BaHMSI ITalIMEHTOB.

NJUTEPATYPA / REFERENCES

1. Feldman E.L., Goutman S.A., Petri S. et al. Amyotrophic lateral
sclerosis. Lancet 2022;400(10360):1363—80.
DOI: 10.1016/S0140-6736(22)01272-7

2. Corcia P., Lunetta C., Vourch P. et al. Time for optimism
in amyotrophic lateral sclerosis. Eur J Neurol 2023;30(5):1459—64.
DOI: 10.1111/ene.15738

3. Saini A., Chawla PA. Breaking barriers with tofersen: Enhancing
therapeutic opportunities in amyotrophic lateral sclerosis.
Eur J Neurol 2024;31(2):¢16140. DOI: 10.1111/ene.16140

4. Brooks B.R., Miller R.G., Swash M. et al. El Escorial revisited:
revised criteria for the diagnosis of amyotrophic lateral sclerosis.
Amyotroph Lateral Scler Other Motor Neuron Disord
2000;1(5):293—9. DOI: 10.1080/146608200300079536

5. Shefner J.M., Al-Chalabi A., Baker M.R. et al. A proposal for new
diagnostic criteria for ALS. Clin Neurophysiol 2020;131(8):1975—8.
DOI: 10.1016/j.clinph.2020.04.005

6. bakymun W.C., 3akpoiinmkosa U.B., Cymonesa H.A., 3axaposa M.H.
BokoBoit amrnoTpodudeckuii CKiepos: KIMHNYeCcKast TeTepOreH-



Opueunanvhsie uccaedosanus | Original reports

HepBHo-mbiweyHbie 5OJIE3HH

10.

12.

13.

14.

15.

16.

17.

18.

19.

HOCTb 1 MOAXO/bI K Ki1accudukaumu. HepBHO-MbIlLIEUHbIE 6OJIE3HN
2017;7(3):10—-20. DOI: 10.17650/2222-8721-2017-7-3-10-20

Bakulin I.S., Zakroyshchikova I.V., Suponeva N.A., Zakharova M.N.
Amyotrophic lateral sclerosis: Clinical heterogeneity and approaches
to classification. Nervno-myshechnye bolezni = Neuromuscular
Diseases 2017;7(3):10—20. (In Russ.).

DOI: 10.17650/2222-8721-2017-7-3-10-20

. Pinto W.B.V.R., Debona R., Nunes P.P. et al. Atypical motor

neuron disease variants: Still a diagnostic challenge in Neurology.
Rev Neurol (Paris) 2019;175(4):221-32.
DOI: 10.1016/j.neurol.2018.04.016

. Kraemer M., Buerger M., Berlit P. Diagnostic problems and delay

of diagnosis in amyotrophic lateral sclerosis. Clin Neurol Neurosurg
2010;112(2):103—5. DOI: 10.1016/j.clineuro.2009.10.014

. Gwathmey K.G., Corcia P., McDermott C.J. et al. Diagnostic delay

in amyotrophic lateral sclerosis. Eur J Neurol 2023;30(9):2595—
601. DOI: 10.1111/ene.15874

Timmins H.C., Vucic S., Kiernan M.C. Cortical hyperexcitability
in amyotrophic lateral sclerosis: From pathogenesis to diagnosis.
Curr Opin Neurol 2023;36(4):353-9.

DOI: 10.1097/WC0.0000000000001162

. Vucic S., Stanley Chen K.H., Kiernan M.C. et al. Clinical

diagnostic utility of transcranial magnetic stimulation

in neurological disorders. Updated report of an IFCN committee.
Clin Neurophysiol 2023;150:131-75.

DOI: 10.1016/j.clinph.2023.03.010

Vucic S., de Carvalho M., Bashford J., Alix J.J.P. Contribution
of neurophysiology to the diagnosis and monitoring of ALS. Int Rev
Neurobiol 2024;176:87—118. DOI: 10.1016/bs.irn.2024.04.001
Crabé R., Aimond E, Gosset P. et al. How degeneration of cells
surrounding motoneurons contributes to amyotrophic lateral
sclerosis. Cells 2020;9(12):2550. DOI: 10.3390/cells9122550
Vucic S., van den Bos M., Menon P. et al. Utility of threshold
tracking transcranial magnetic stimulation in ALS.

Clin Neurophysiol Pract 2018;3:164—72.

DOI: 10.1016/j.cnp.2018.10.002

Vucic S., Cheah B.C., Yiannikas C., Kiernan M.C. Cortical
excitability distinguishes ALS from mimic disorders.

Clin Neurophysiol 2011;122(9):1860—6.

DOI: 10.1016/j.clinph.2010.12.062

Menon P., Geevasinga N., Yiannikas C. et al. Sensitivity

and specificity of threshold tracking transcranial magnetic
stimulation for diagnosis of amyotrophic lateral sclerosis:

A prospective study. Lancet Neurol 2015;14(5):478—84.

DOI: 10.1016/S1474-4422(15)00014-9

Geevasinga N., Menon P., Yiannikas C. et al. Diagnostic utility
of cortical excitability studies in amyotrophic lateral sclerosis.
EurJ Neurol 2014;21(12):1451—7. DOI: 10.1111/ene.12422
Geevasinga N., Howells J., Menon P. et al. Amyotrophic lateral
sclerosis diagnostic index: Toward a personalized diagnosis

of ALS. Neurology 2019;92(6):¢536—47.

DOI: 10.1212/WNL.0000000000006876

Tankisi H., Nielsen C.S., Howells J. et al. Early diagnosis

of amyotrophic lateral sclerosis by threshold tracking and

Bkaanx aBropoB
WN.C. bakynuH: pa3paboTKa KOHLICTIIIUY 1 Tr3aiiHa UCCIe0BaHusI, COOp, aHAIM3 U MHTEePIIPETaLMs JaHHBIX, HAlTMCaHKWE U PeIaKTUPOBAHUE TEKCTa

CTaThH, 0030p JIUTEPATYPHI, YTBEPKIeHNE (DUHATHHOTO BApUAHTA CTAThH;

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

conventional transcranial magnetic stimulation. Eur J Neurol
2021;28(9):3030—9. DOI: 10.1111/ene.15010

Baxynun U.C., 3abuposa A.X., [Toiinamesa A.I. u coaBt. Hagex-
HOCTb OLIEHKM BHYTPMKOPKOBOI'O TOPMOXEHHUSI C IPUMEHEHUEM
METOIMKH OTCJIeKMBaHUsI mopora. HepBHO-MblILIeYHbIE 6OJIE3HI
2023;13(4):10-9. DOI: 10.17650/2222-8721-2023-13-4-10-19
Bakulin I.S., Zabirova A.H., Poydasheva A.G. et al. Reliability

of intracortical inhibiton measured using threshold tracking
technique. Nervno-myshechnye bolezni = Neuromuscular Diseases
2023;13(4):10-9. (In Russ.).

DOI: 10.17650/2222-8721-2023-13-4-10-19

Roche J.C., Rojas-Garcia R., Scott K.M. et al. A proposed staging
system for amyotrophic lateral sclerosis. Brain 2012;135(Pt 3):847—52.
DOI: 10.1093/brain/awr351

Groppa S., Oliviero A., Eisen A. et al. A practical guide

to diagnostic transcranial magnetic stimulation: report of an IFCN
committee. Clin Neurophysiol 2012;123(5):858—82.

DOI: 10.1016/j.clinph.2012.01.010

Higashihara M., Pavey N., Menon P. et al. Reduction in short
interval intracortical inhibition from the early stage reflects

the pathophysiology in amyotrophic lateral sclerosis: A meta-analysis
study. Eur J Neurol 2024;31(7):¢16281. DOI: 10.1111/ene.16281
Nielsen C.S., Samusyte G., Pugdahl K. et al. Test-retest reliability
of short-interval intracortical inhibition assessed by threshold-
tracking and automated conventional techniques. eNeuro
2021;8(5):ENEURO.0103-21.2021.

DOI: 10.1523/ENEURO.0103-21.2021

Tankisi H., Cengiz B., Howells J. et al. Short-interval intracortical
inhibition as a function of inter-stimulus interval: Three methods
compared. Brain Stimul 2021;14(1):22—32.

DOI: 10.1016/.brs.2020.11.002

Samusyte G., Bostock H., Rothwell J., Koltzenburg M. Short-
interval intracortical inhibition: Comparison between conventional
and threshold-tracking techniques. Brain Stimul 2018;11(4):806—17.
DOI: 10.1016/.brs.2018.03.002

McMackin R., Tadjine Y., Fasano A. et al. Examining short interval
intracortical inhibition with different transcranial magnetic
stimulation-induced current directions in ALS. Clin Neurophysiol
Pract 2024;9:120—9. DOI: 10.1016/j.cnp.2024.03.001

Tankisi H., Pia H., Strunge K. et al. Three different short-interval
intracortical inhibition methods in early diagnosis of amyotrophic
lateral sclerosis. Amyotroph Lateral Scler Frontotemporal Degener
2023;24(1-2):139—47. DOI: 10.1080/21678421.2022.2101926
Menon P., Higashihara M., van den Bos M. et al. Cortical
hyperexcitability evolves with disease progression in ALS. Ann Clin
Transl Neurol 2020;7(5):733—41. DOI: 10.1002/acn3.51039
Shibuya K., Park S.B., Geevasinga N. et al. Threshold tracking
transcranial magnetic stimulation: Effects of age and gender on
motor cortical function. Clin Neurophysiol 2016;127(6):2355—61.
DOI: 10.1016/j.clinph.2016.03.009

Peinemann A., Lehner C., Conrad B., Siebner H.R. Age-related
decrease in paired-pulse intracortical inhibition in the human
primary motor cortex. Neurosci Lett 2001;313(1—2):33—6.

DOI: 10.1016/s0304-3940(01)02239-x

A.X. 3abuposa, A.T. [loiigaiieBa: pa3paboTKa KOHICTIUK U TU3aiiHa UCCIIEAOBaHKS, COOp, aHAIN3 U MHTEePIIpeTallks JaHHBIX, peIaKTUPOBaHKE
TEKCTa CTaThy, YTBEPXKAeHUE (PUHATLHOTO BApUAHTA CTaThU;
[.0. Cunnisiz, A.P. Haruesa: aHanmm3 1 MHTepIIpeTaivsi JaHHBIX, peJaKTUPOBAHIE TEKCTa CTaThH, yTBepXKIeHne GMHAIBHOTO BApUAHTA CTATHU;

J.¥O. Jlarona: coop maHHBIX, YTBepKIeHUE (DMHAIBHOTO BapUaHTa CTaThU;

M.H. 3axaposa, H.A. CynoneBa, M.A. ITupanos: pa3paboTKa KOHLCIILIMU KCCAEIOBaHUsI, 001lee PYKOBOACTBO KOJUIGKTUBOM, PeIaKTUPOBAaHKE
TEKCTa CTaThy, yTBEPXKAeHUE (PUHAILHOTO BADUAHTA CTAaThU.

TOM 14

19



TOM 14

20

HepsHo-Mblweynbie O JIE3HU
Opueunanvhsie uccaedoeanus | Original reports

Authors’ contributions

I.S. Bakulin: development of the concept and design of the study, collection, analysis and interpretation of data, writing and editing the text
of the article, literature review, final approval of the version of the article;

A.Kh. Zabirova, A.G. Poydasheva: development of the design of the study, collection, analysis and interpretation of data, editing the text of the article,
final approval of the version of the article;

A.R. Nagieva, D.O. Sinitsyn: analysis and interpretation of data, editing the text of the article, final approval of the version of the article;

D.Yu. Lagoda: data collection, final approval of the version of the article;

M.N. Zakharova, N.A. Suponeva, M.A. Piradov: development of the concept of the study, editing the text of the article, supervision, final approval
of the version of the article.

ORCID aBtopos / ORCID of authors

W.C. bakyaus / 1.S. Bakulin: https://orcid.org/0000-0003-0716-3737

A.X. 3abuposa / A.Kh. Zabirova: https://orcid.org/0000-0001-8544-3107
A.T. oitpamesa / A.G. Poydasheva: https://orcid.org/0000-0003-1841-1177
[.0. Cunuupiz / D.O. Sinitsyn: https://orcid.org/0000-0001-9951-9803
J1.10. Jlarona / D.Yu. Lagoda: https://orcid.org/0000-0002-9267-8315

A.P. Haruesa / A.R. Nagieva: https://orcid.org/0009-0000-3653-2736

M.H. 3axapoBa / M.N. Zakharova: https://orcid.org/0000-0002-1072-9968
H.A. Cynonesa / N.A. Suponeva: https://orcid.org/0000-0003-3956-6362
M.A. Iupanos / M.A. Piradov: https://orcid.org/0000-0002-6338-0392

KondamkT unrepecoB. ABTOPbI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTA UHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

®@unancuposanue. VccienoBaHue BHITOIHEHO 6€3 CIIOHCOPCKOM MOMIEPKKH.
Funding. The study was performed without external funding

Co0Jnio1eH1e MpaB MAIMEeHTOB 1 MpaBui 0Mo3THKU. [1pOTOKOI MccenoBaHusl 0100PEH JOKaIbHbIM 3THYecKUM KoMuteToM @TBHY «HayuHblii LieHTp
HeBpoJoruu» (mpotokoi Ne 2-8/23 ot 15.02.2023). Bee yyacTHUKM OAMKUCATN MHGOPMUPOBAHHOE COMIacKe Ha y9acTHe B UCCIIETOBAHMM.
Compliance with patient rights and principles of bioethics. The study protocol was approved by the local Ethical Committee of Research Center
of Neurology (protocol No. 2-8/23 dated 15 February, 2023). All participants signed written informed consent to participate in the study.

Crarps noctynuia: 14.10.2024. Ipunsrta K myoaukamau: 15.11.2024. OnyoaukoBana owiaiin: 30.12.2024.
Article submitted: 14.10.2024. Accepted for publication: 15.11.2024. Published online: 30.12.2024.



HepBHo-mbiweyHbie 5OJIE3HH

Opueunanvhsie uccaedosanus | Original reports

DOI: https://doi.org/10.17650/2222-8721-2024-14-4-21-28 () BY 4.0

KonnyecTtBeHHble U CTPYKTYPHbIE 0COOEHHOCTH
reHoB SMN1 n SMN2 y naunmeHTOB CO CNUHANbHOU
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BeepeHue. CnuHanbHas mblweyHas atpodus (CMA) npeactaBnser coboil ayToCOMHO-peLecCUBHOE HEPBHO-MbILEYHOE
3ab01€eBaHue, XapaKTepu3yloLeecs notepei ABurartesbHbIX HeiipoHOB. MpUYMHON HelipoaereHepaLmMm SBASETCS NpenmyLe-
CTBEHHO rOMO3UroTHas Aeneuus reHa SMN1, npuBoAAILas K CHIKeHUI0 cuHTe3a 6enka SMN. Knuuuyeckas kaptuHa 3abone-
BaHUA reTeporeHHa 1 BapbMpyeT B 3aBMCUMOCTM OT BO3PACTa Hayana u oT CNoCOBHOCTU BLINOHSATL ABUTATENbHbIE (DYHKLUMU.
Bbino npeHTMhULNPOBAHO HECKONBKO TEHETUYECKUX U MONEKYNAPHBIX MOAUGDUKATOPOB, NPEANONOKUTENLHO BAUSIOLLUX
Ha TsxecTb TeyeHns CMA. OgHuM 13 Hanbonee foKa3aHHbLIX AKTOPOB ABASETCA KOANYECTBO KONUil reHa SMN2.

Llenb uccnepoBaHna — onucaHue KONMYECTBEHHBIX U CTPYKTYPHBIX ocobeHHocTeil reHos SMNI u SMNZ y nauueHToB
co CMA 5q.

Marepuansi n meTopbl. B nccnegosaHue 6binm BKAOYEHbI 06pasibl JHK nauneHTos, 06cnefoBaHHbIX HAa KONMYECTBO
Konuii reHos SMN1 n SMN2 B HayuHo-MeTOAMYECKOM LIEHTPE N0 MOeKynspHoit MeauuuHe Nepeoro CaHkT-MeTepbyprckoro
rocyaapcTBEHHOrO MEAMLMHCKOTO yHUBepcuTeTa M. akag. W.M. Masnosa 3a nepuog ¢ 2021 no 2022 r. KonnyecTtso Konui
reHOB ONpefensanoch C NOMOLbI MeToAa MYNLTUMIEKCHOW aMnindrKaLMM NMUrMPoBaHHbLIX 30HAO0B C UCMO/b30BaHUEM
Habopa SALSA MLPA P021 SMA (MRC Holland). Ins oueHku TsxecTn KnuHuyeckux npossneHunit CMA oueHusancs He-
NpAMOIt NapameTp arpecCcUBHOCTM — BO3PacT obpalieHus nauueHTa B naboparopuio. CTaTMCTUYECKWit aHanM3 NpoBo-
AWACA C UCNONb30BAHMEM MPOrpaMMbl ANsi CTATUCTUYECKOM 06paboTKu aaHHbIx GraphPad Prism9.

Pe3ynbtarel. Mpu uccnegoBaHum CBA3M MeXAY KONMYECTBOM KONuii reHa SMN2 v Bo3pacToM yCTaHOBNEHUS MOJeKyNap-
HOTO AMarHo3sa 6blna 0OHapyXeHa CTaTUCTUYECKW 3HauMMas npsmas koppenauus (r = 0,3960, p <0,0001). OueHka fo-
CTOBEPHOCTM Pa3fMuuii MeXAy OTAENbHbIMU FPyNNaMy NaLUEHTOB fana CTaTUCTUYECKW 3HAYMMbIi pe3ynbTat: <0,0001
NpW CPaBHEHWM TPyNn NaLneHToB € 2 1 3 konuamu reHa; <0,0001 — ¢ 2 n 4 konuamu; 0,0370 — ¢ 3 u 4 konuamu. B nc-
cnefioBaHHoi rpynne 06pasuos y 9 % 6bina o6HapyxeHa rubpuaHas ctpyktypa SMN1/SMN2. Moatomy nposoaunacs
OLieHKa JOCTOBEPHOCTU PasNuyuMii MEX Y BO3PACTOM YCTAaHOBNIEHWUS MOIEKYNAPHOrO AMArHO3a y NaLyueHToB C rOMO3UroT-
HOi1 geneuueit SMN1 1 BO3pacTOM YCTaHOBNEHMS MONIEKYIAPHOTO AMArHO3a Y NauMeHToB ¢ rubpuaHsim reHom SMN1/SMN2
MeXay rpynnamu C OAUHAKOBbIM KOMMYECTBOM Konuil reHa SMN2. Bbin BbIfIBNIEH CTaTUCTUYECKM 3HAYUMbI pe3ynbTar
(p = 0,0070) mexpay nauueHTamu ¢ geneuneit SMN1 + 2 konun SMN2 v naumeHTamn ¢ rubpuaHeiM reHom SMN1/SMN2 +
2 Konuu SMN2.

BbiBoabl. Yucno konuii reHa SMN2 koppenupyeT ¢ BO3pacTOM YCTAHOBJIEHWUS MOJIEKYNSPHOTO AUArHO3a U KOCBEHHO AB-
nseTcs npeaukTopom Bo3pacra febiota CMA. IddekT rubpuaHoro reHa SMN1/SMNZ2 Ha Bo3pacT yCTaHOBNEHUSA MONEKY-
nspHoro anarHosa CMA 6bin cpaBHUM C BO3aeiCTBMEM 06bIYHOTO reHa SMN2.

KnioueBble cnoBa: cnuHanbHas MblweyHas arpodus 5q, SMN1, SMNZ, 6enok BbixXMBAeMOCTU MOTOHePOHOB, MOAM(UMKATOP

Ina uutmpoBaHua: BnaceHko A.W., Hazapos B.[l., lanut C.B. v fp. Konn4yectseHHbIe U CTPYKTYPHbIE 0COOEHHOCTH reHOB
SMN1 v SMN2 y naumneHTOB CO CNUHANbHOI Mblle4yHON aTpodueit 5q. HepBHO-MbilweyHble 6onesHun 2024;14(4):21-8.
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Quantitative and structural features of the SMN1 and SMN2 genes in patients with spinal
muscular atrophy 5q

A.L Viasenko', V.D. Nazarov?, S.V. Lapin?, A.V. Mazing?, E.A. Surkova?, T.V. Blinova?, T.M. Alekseeva!

V. A. Almazov National Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., Saint Petersburg 197341, Russia;
2[.P. Paviov First Saint Petersburg State Medical University, Ministry of Health of Russia; 6—8 Lva Tolstogo St., Saint Petersburg 197022, Russia

Contacts:

Vladimir Dmitrievich Nazarov nazarov19932@mail.ru

Background. Spinal muscular atrophy (SMA) is an autosomal recessive neuromuscular disorder characterized by loss
of motor neurons. The cause of neurodegeneration is predominantly a homozygous deletion of the SMN1 gene, leading
to a decrease in the synthesis of the SMN protein. The clinical picture of the disease is heterogeneous and varies
depending on the age of onset and the ability to perform motor functions. Several genetic and molecular modifiers
have been identified that are thought to influence the severity of SMA. One of the most proven factors is the number
of copies of the SMN2 gene.

Aim. Description of quantitative and structural features of the SMN1 and SMN2 genes in patients with SMA 5q.
Materials and methods. The study included DNA samples from patients examined for the number of copies of the SMN1
and SMN2 genes at the Scientific and Methodological Center for Molecular Medicine, I.P. Pavlov First Saint Petersburg State
Medical University, for the period from 2021 to 2022. Gene copy numbers were determined by multiplex ligation-dependent
probe amplification using the SALSA MLPA P021 SMA kit (MRC Holland). We assessed an indirect parameter of aggressiveness
(the age of the patient’s visit to the laboratory) to assess the severity of clinical manifestations of SMA. Statistical analysis
was carried out using the statistical data processing program GraphPad Prism9.

Results. A statistically significant direct correlation was found when studying the relationship between the number
of copies of the SMN2 gene and the age of molecular diagnosis (r=0.3960, p <0.0001). An assessment of the significance
of differences between individual groups of patients gave a statistically significant result: <0.0001 when comparing
groups of patients with 2 and 3 copies; <0.0001 — with 2 and 4 copies; 0.0370 — with 3 and 4 copies. 9 % of patients
had a hybrid SMN1/SMN2 structure. Therefore, the significance of differences between the age of molecular diagnosis
of patients with homozygous deletion of SMN1 and the age of molecular diagnosis of patients with the hybrid SMN1/SMN2
gene between groups with the same number of copies of the SMN2 gene was assessed. A statistically significant result
(p = 0.0070) was found between patients with SMN1 deletion + 2 copies of SMN2 and patients with the hybrid gene
SMN1/SMN2 + 2 copies of SMNZ.

Conclusion. The number of SMN2 gene copies correlates with the age of molecular diagnosis and indirectly predicts the
age of SMA onset. The effect of the SMN1/SMN2 hybrid gene on the age of molecular diagnosis of SMA was comparable
to the effect of the regular SMN2 gene.

Keywords: spinal muscular atrophy 5q, SMN1, SMN2, survival motor neuron protein, modifier

For citation: Vlasenko A.I., Nazarov V.D., Lapin S.V. et al. Quantitative and structural features of the SMN1 and SMN2 genes
in patients with spinal muscular atrophy 5g. Nervno-myshechnye bolezni = Neuromuscular Diseases 2024;14(4):21-8.
(In Russ.).

DOI: https://doi.org/10.17650/2222-8721-2024-14-4-21-28

BBepeHue

CnuHanbHas MbieyHas atpodust (CMA) 5q — nipo-
rpeccupylollee HacaeICTBEHHOE ayTOCOMHO-PEIIECCUBHOE
HEepBHO-MBbIIIIEYHOE 3a00JIeBaHNE, BO3HUKAIOIIEE B pe-
3ysbTarte aeduinta 6e1Ka BbKMBaeMOCTH MOTOHEMPOHOB
(SMN) u npuBofsiLiee K AeTeHepaliui ABUTAaTeIbHBIX siIep
MepeIHUX POrOB CIMHHOI'O MO3Ta U CTBOJIa TOJIOBHOTO MO3-
ra. [Totepst 6enka SMN o0ycoBieHa abeppalisMu B OTHO-
nMeHHOM reHe SMNI: B 95 % citlydaeB perucTpupyercs
TOMOBUTIOTHAsI IOTePsI 7 3K30Ha, B OCTaBIIUXCS 5 % — Te-
TEPO3UTOTHAS MOTepsl 7-T0 9K30HA C TOUKOBBIM ITaTOT€H-
HBIM BapMaHTOM Ha Apyrom asuiesne [1].

Knunnueckast kaptuna CMA xapakTepusyeTcs Tpo-
I'PECCUPYIOLINUM TeprdepryecKrM Iape3oM MPOKCUMab-
HBIX MBILIIL U OyIb0apHBIMU paccTpoiicTBamu [1].

CoryacHO COBpeMEHHOM KiIacCH(UKaAIIUM, CYIIECTBY-
eT 4 ocHOBHBIX TITa CMA, pa3inyaronmxcs B 3aBUCUMO-
CTH OT BO3pacTa jebioTa 3a00JieBaHMsI, BHIPaXXECHHOCTH
CUMIITOMOB 1 MPOIOJKUTEIbHOCTU XU3HU OOJbHBIX [2].
Takoe paszHoo6pasue popm CMA 5q npu ogrHAKOBOM
3THUOIIATOTEHE3€ COCTOSTHUS OOBSICHSICTCS HATUIMEM pa3-
JIMYHBIX MOJIEKYJIIPHBIX ¥ TEHETUYECKUX MOAUGDULIMPYIO-
mux (pakTopoB.

MonubukaTophl CTENIEHU TSDKECTH 3a00J1€BaHUS AETISIT
Ha 2 OCHOBHBIE I'PYIIIHI: (DAKTOPHI, HE OKA3bIBAIOIIIME BIIH-
SIHUSI Ha KoJim4yecTBo 0esika SMN, 1 (pakTopbl, HEMOCpea-
CTBEHHO BusIOIIMe Ha ypoBeHb 0esika SMN. K 1-i1 rpyri-
ne MoAuGUUUPYIOIIKUX (PAKTOPOB OTHOCAT OEJKU,
BOCCTaHABJIMBAIOIIME SHAOLMTO3 B CMHAIICAX: TUIACTHH 3
(PLS3), koponuH (COROIC), kaabLMiTHEBPUHOIIOI00-
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Hblit 6enok (CHP1) u HefipokanbiuH gensta (NCALD)
[3—5]. Ko 2-ii rpyrine — 3IUreHeTUYeCcKyIo perysiiuio,
JIPYyTUe TeHBI, JIOKaJIU30BaHHbBIE B XpoMocoMe 5q13, 1 yuc-
JIo Kormii reHa SMN2 [6—14].

Hecmotpst Ha epeunciieHHOE MHOTOO0pa3|e CYLIECTBY-
IOIINX MOIV(PUKATOPOB, OCHOBHBIM MOAMGMUIIUPYIOIIINM
(akTOpOM SIBJISIETCST KOJIMYECTBO Konuit reHa SMN2. Yucio
kot SMN2 B reHoMe MOKET BapbUpoBaTh OT 1 10 8 [15].
BapuabenbHocTb yncia konuit SMN2 oOycioBiieHa HecTa-
OMJILHOCTBIO JIOKyca 5q13, rae KapTupoBaHbl TeHBl SMN,
a TaKKe HaJIMYreM OOJIbIIIOr0 KOJIMYECTBA IIOBTOPSTIOIIMX-
¢ Alu-tiocnenoBaTenbHoCTel [15].

Hcrnionbs3oBaHue KonuyecTBa Konuii reHa SMN2 B Ka-
YECTBE MMPOTHOCTUYECKOT0 MapKepa 000CHOBAHO C TOYKU
3peHus TaTtoreHe3a 3abosieBaHus. lenst SMNI u SMN2
cocrosT 3 10 sx3oHOB (1, 2a, 2b, 3, 4, 5, 6, 6b, 7 u 8)
u 8 uHtpoHoB. Crapt-KonoH (AUG) u cron-komoH (UAA)
115t monHopa3mepHoii MPHK pacrionoxkens! B 3k30Hax 1 u 7
COOTBETCTBEHHO. DK30H 8§ CITYKUT 3’-HeTpaHCINpyeMoit 00-
J1acThio. PazMepsl 3K30HOB M MHTPOHOB MeXIy 2 TeHaMu
SMN uaeHTHYHbl. HecooTBeTCTBYE MEXITY HUMU 3aKJTIO-
yaeTcsl B HAIMYMU HYKJIEOTUAHBIX 3aMeH B MHTPOHE 6,
9K30HE 7, UHTpoHE 7 1 3K30He 8. B pe3ynbrate hopMupy-
101cs 2 cneuuduyeckux raroruna: G-C-A-A-G (SMN1)
n A-T-G-G-A (SMN2). EnuHCcTBEeHHOM (PYHKIMOHAIBHO
3HAYMMOI 3aMEHOM SIBJIIETCS HYKJICOTHIHAS 3aMEHa 1IUTO-
3MHA Ha TAMUH B 7-M 3K30He [16, 17]. I1epexon nuTo3nHa
B TUMUH MPUBOIUT K Pa3IMYHBIM MaTTePHAM aJIbTepHATUB-
HOT'O CILIAfiCMHTA, TIPOITYCKY 3K30Ha 7 B ITOCJIEIOBATE b~
Hoctu MPHK SMN2 u cuHTe3y HecTabMILHOIO, YKOPO-
yeHHOro ¢ C-KoHma 6enka SMN [16, 17].

ITo MHeHUIO GOJIBIIMHCTBA MCCIIEAOBATEICii, OMHOM
M3 IMIPUIMH IPOITyCKa 7-TO 3K30Ha SIBJISIETCS abeppaHTHOE
JIECTBUE HETaTUBHBIX OCJIKOBBIX PETYJISITOPOB CIUIAiCUH-
ra 9k3oHa 7 [16—19]. I1peanonaaraeMblii criucok pakTopos,
BJIMSIIONIMX Ha IIPOMYCK 9K30Ha 7, 3HAYMTEJIeH 1 ITPOIOJI-
>kaeT pacTi. Cpeou CyIIEeCTBYIOIIMX PETYISITOPHBIX 3Je-
MEHTOB 0C000€ BHUMaHUE YAEISICTC N3YYSHUIO AeMCTBYS
6enkoB SAM68 1 taPHII-R [18—20].

KpoMe 6eIKOBBIX peryasTopoB, K (paKTopaM, CIIoco0-
HBIM 0Ka3bIBaTh HETaTUBHOE BIMSHUE HAa (DOPMUPOBAHUE
nanbHerei ctpykTypbl PHK, oTHOCST MHTpOHHBINM caii-
neHcep craicunra (ISS-N1). ISS-N1 npencrapinsier codoii
MOCJIeA0BaTEILHOCTD, OXBaThIBaloLIyI0 ¢ 10-i mo 24-10 1o-
3umu uHTpoHa 7. Yuactue ISS-N1 B mpormnycke 3k30Ha 7
noarBepxiaeHo ASO-omocpenoBaHHOM KoppeKluei
CILTaliCMHTa, YTO CTAJI0 OCHOBOM B CO3IaHUU IIEPBOTO TTpe-
napata ajis jeueHuss CMA [21].

Hecmortpst Ha cyliecTBoBaHUE GOJIBIIOTO KOJIMYeCTBa
HETaTUBHBIX PEryIsITOPOB, ¢ TeHa SMNZ2 cuHTe3upyercs
npuMepHo 10 % HopMaibHO PYHKIIMOHKMPYIOIIIETo OeIKa
SMN, XOTS ero KOJIMYEeCTBO MOXET ObITh 3HAYUTEJIbHO
BbIliIe [1]. DTo MpoucxoauT 6jarogapst HATMUUIO MOJIOKM-
TEJbHBIX PErYJISITOPOB, CIIOCOOCTBYIOIIUX COXPAaHEHUIO
cMbIcaoBoro yyactka B ctpyktype PHK. Hyxkieotuanas
3aMeHa ¢.859G>C B 3k30He 7 00pa3yeT HOBBIN 3JIEMEHT

3K30HHOTO dHXaHCepa CIUIACUHIa, YBEJIMYMBAET KOJIM-
YECTBO IMOJIHOPA3MEPHBIX TPAHCKPUIITOB W IPUBOIUT
K pa3BUTUIO MeHee TsoKebiX TUIoB CMA [22]. [enetnue-
ckuii BapraHT A44G MHTpoHA 6 3aMeTHO CHIKaeT aphrH-
HocTh cBa3biBaHusI HuR (rmpenmosaraemoro pemnpeccopa
CIUIaiCMHTa), YTO CIOCOOCTBYET BKJIIOUEHUIO 3K30HA 7
1 (hOPMUPOBAHUIO OOJiee JIETKOM CUMITOMATUKH [23].

B psine KOropTHBIX UCCIIETOBAHMI IPOIEMOHCTPUPO-
BaHa KOPPEsILvs MEXXAY KOIUYeCTBOM Komuit reHa SMN2
u tunamu CMA. ¥ naitueHToB co CMA I Tuna varie Bce-
ro ooHapyxuBaetcs 1—2 konuu reHa SMN2, y mallieHToOB
co CMA II tuna — 3 xonuu reHa SMN2, y naiyeHTOB
co CMA III tuna — 3—4 konuu reHa SMNZ2. Y naiiueHToB
co CMA 1V tuna B OOJBIIMHCTBE CJIydaeB HAOII0AaN0Ch
4 xoruu reHa SMN2 [24]. I1pu Hanuuuu 5 KOMUi1 TeHa
SMN2 3aboneBaHue rpoTekaeT beccuMIToMHo [1, 25].

PaccmaTpuBas Bopoc 0 KOJMYECTBE KOMU reHa
SMN2, HeoOXonMMO TTIOMHUTh O CYILIECTBOBAaHUM TaK Ha-
3bIBACMbIX THOPUAHBIX TeHOB. Kak IpaBwuiio, y malMeHToB
co CMA HabOmonaetcs romo3uroTtHas aeneuust SMN1 ¢ yya-
cTHeM 3K30Ha 7 1 5k30Ha 8. Ho B psine citygaes (ot 5 10 30 %
B 3aBUCHMOCTH OT 3THUYECKOM IPYIIIbI) 9K30H 8 ocTaeTcst
COXPaHHBIM U MPOUCXOIUT PEKOMOMHAIIUS TeHOB ¢ yJa-
cTtreM 3k30Ha 8 SMN1 v sk3oHa 7 SMN2 [26—31]. Bknan
rubpuaHoro reHa SMN1/SMN2 B KTuHUYeCKUI (heHOTHUTI
CMA 510 KOH1Ia He siceH. B cylecTByIOLMX UCCIeI0BaH -
SIX Y TIALIMEHTOB ¢ TMOPUIHBIM TeHOM SMN1/SMN2 onu-
chIBaeTCsI OoJjiee Jierkash CUMMITOMAaTHKa 3a00JieBaHMS
[26—28]. Cuuraercs, yto ruOpuaHbiii reH SMN1/SMN2
W HaTUBHBIN reH SMN2 npoayuupytot 6ei1ok SMN onu-
HaKOBOI aMUHOKWCIJIOTHOM ITOCJIeIOBATEIbHOCTH, TaK KaK
HyKJIeoTHIHOe pa3inuue B 9k30He 8 (G B SMNIu A B SMN2)
JIEXKUT B TIpeesiax 3’ -HeTpaHcaupyemMoit ooaactu [27, 28].
M3 3toro cienyer, uto rubpuaHbiii reH SMN1/SMN2 cnio-
COOEH MPOIYLIMPOBATh TAKOM Xe YPOBEHB MOJTHOPa3Mep-
Horo 6enka SMN, Kak 1 HaTUBHBIN TeH SMN2.

Ieab uccaenoBanus — ONMKMCAaHKME KOJMYECTBEHHBIX
U CTPYKTYpPHBIX ocoOeHHocTeir reHoB SMNI n SMN2
y naumeHToB co CMA 5q.

Martepuanbi u metopbl

B uccnenoBanue 6butn BKiItoYeHbl 00pa3ibl JJHK ma-
LIMEHTOB, 0OCIEIOBAaHHBIX Ha KOJWYECTBO KOMUI T'€HOB
SMNI1u SMN2 B HaydHO-MeTOOMYECKOM LIEHTPE 110 MO-
JekynsipHoii MeauimHe [1epBoro CaHkT-IleTepOyprckoro
TOCYIapCTBEHHOT'O MEIUIIMHCKOTO YHUBEPCHUTETA M. aKaJl.
W.I1. T1aBnosa 3a nepuoxn ¢ 2021 mo 2022 . JlanHeie 3a 2023 1.
He OBUIM BKJIIOYEHBI B pabOTY 110 MPUYMHE BBEACHUS pac-
IIMPEHHOTO0 HEOHATaJIbHOTO CKPMHMHIA Ha TePPUTOPUM
Poccuiickoit @enepanym. O01Iee YMCI0 00CIeIOBaHHBIX
coctaBwio 178 mauueHToB. KonmyecTBo Komuii reHOB
SMN1, SMN2 onipeaeisiioch ¢ TIOMOILbIO METOIa MHOXEe-
CTBEHHO aMIUTM(UKaLMY TUTHPOBAHHBIX 30HA0B (multiplex
ligation-dependent probe amplification, MLPA) ¢ ncnonb-
3oBaHueM Habopa SALSA MLPA P021 SMA (MRC
Holland) B cooTBeTCTBUY C MHCTPYKLIMEH TPOU3BOIUTEIS.
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Tadoauna 1. Dnudemuonoeuyeckue dannvie
Table 1. Epidemiological data

TennepHas acconyanus, %:
Gender association, %:

SKEHIMHBI 53
female

MYXUMHBI 47
male

CpenHuit BO3pacT 00palleHMsT
B JJaOOpaTOpUIO, JET 22
Average age of contacting the laboratory, years

HWHutepnperanus Tuna notepu reHa SMNI, B ToM 4ucie
MLPA-natrepH rubpunabix SMN1/SMN2 cTtpyKTyp, Olu-
CaHBbI B paHee OINyOJIMKOBaHHOI paboTe [32]. DnuaemMuo-
JIOTUYECKME JaHHBIE OTOOPAHHO IPYIIIIbI TPEACTABICHbBI
B TaoI. 1.

s OLICHKM TSKECTH KIMHUYECKUX TPOSIBICHUI
CMA olieHUBAJICSI HEMPSIMOI MapaMeTp arpeCCUBHOCTU
JIAHHOTO 3a00JIeBaHUSI — BO3pACT OOpallleHUs MalMeHTa
B J1abopartopuio. Takoit moaxo ObLI BbIOpaH U3-3a Orpa-
HUYCHMI HOCTyNa K TOYHON MH(pOpMaLMu O BO3pacTe
KJIMHUYECKOM MaHU(ecTalMu 00JIe3HN BBUIY OTCYTCTBHUS
HEMOCPEICTBEHHOTO KOHTAKTa C IMallueHTaMU.

CTaTUCTUYECKUI aHAIM3 TIPOBOAMIICS B 2 3TaIla ¢ UC-
MOJIb30BaHMEM MPOrPaMMBI JJISI CTATUCTUYECKOM 00pa-
o6otku gaHHbIx GraphPad Prism9 (Graph Pad Software
Inc.). Ha 1-m sTamne mo Metony pacuyera KoagGUureHTa
paHroBoii Koppessainu CriupMeHa OLieHMBaIach B3aMO-
CBSI3b MEX]Ty KOJIMYECTBOM Komuii reHa SM N2 1 Bo3pacTomM
MaHupecTauuu 3adoneBanusi. Ha 2-M aTarne mo metomy
KpuTepusi MaHHa—YWUTHU OLICHUBAJIaCh JOCTOBEPHOCTh
pa3IMIMil MEX Iy TpyIIlaMy MAIlMEHTOB C OIPEISICHHBIM
YUCAOM Konuii reHa SMN2, a Takke JOCTOBEPHOCTD pa3-
JINYWiA B Bo3pacTe MaHUdecTalluy 3a001eBaHUs Y TTalM-
€HTOB C TOMO3UTOTHOI nenenueit SMNI1 1 y mauueHTOB
¢ TMOpUIHBIM TeHOM SMN1/SMN2.

Pe3ynbrathbl

B nccienoBaHHoO# rpymme odopasnoBy 9 % 6blita oOHa-
pyXeHa rubpuaHas crpykrypa SMN1/SMN2 (ta6mn. 2).

KomnuecTtBo korumii reHa SMN2y 178 o6pa31ioB ¢ roMo-
3UTOTHOI notepeit reHa SMN I ipencrapieHo B Ta0. 3.

[Tpu uccnenoBaHMY CBSI3U MEXKTY KOJTMYECTBOM KOITHIA
reHa SMN2 1 Bo3pacTOM YCTaHOBJIEHUSI MOJIEKYJISIPHOTO
JIMarHo3a OblIa OOHapyXeHa CTaTUCTUYECKU 3HAYMMast
npsimast Koppessiust (r = 0,3960, p <0,0001) (puc. 1).

O1eHKa TOCTOBEPHOCTH Pa3INnIMil MEXKITY OTACIbHbI-
MU TpyIHIIaMy HallMEeHTOB Iajla CTATUCTUIECKY 3HAYMMBIi
pe3yabraT: <0,0001 mpu cpaBHEHUU TPYMII ITALUEHTOB C 2
u 3 konusamu; <0,0001 — ¢ 2 u 4 konusimu; 0,0370 —c 3 u
4 xonusimu (puc. 2).

Tabmuua 2. Bcmpeuaemocms eomosueomuot deneyuu SMN 1 u eubpuonozo
eena SMN1/SMN2 ¢ gvi6opke

Table 2. Occurrence of homozygous deletion of SMN 1 and the hydride gene
SMN1/SMN2 in the sample

Number
of patients, n

Mutation

Proportion, %

delSMN1

SMN1/SMN2 16 9
|

Tabmuua 3. Pacnpedenenue nayueHmos 8 3aguUcuMocmu Om Koau4ecmed
Konuii eena SMN2

Table 3. Distribution of patients depending on the number of copies of the
SMN2 gene

Number
of patients, n

Proportion, %

SMN2 gene copy number

1

2 21 12,96
2+ 1 SMN1/SMN2 8 4,94
3 115 71,0
3+1SMNI/SMN2 8 4,94
4 25 15,43
iz 178 100

Total

OlLieHKa TOCTOBEPHOCTH Pa3Inuil MEXKIy BO3PacTOM
YCTAaHOBJICHUSI MOJICKYJISIPHOTO JUarHo3a MalueHTOB
C TOMO3UTOTHOI Aeneuueir SMNI 1 BO3pacTOM yCTaHOB-
JIEHYST MOJIEKYJISIPHOTO AMAarHo3a MaleHTOB C THOPUIHBIM
reHoM SMN1/SMN2 nipoBoauiach MeXIy IpyImaMu
C OJIMHAKOBBIM KOJIMYECTBOM Komuii reHa SMN2 (tabin. 4).
Bbi1 BBISIBIIEH CTAaTUCTMYECKM 3HAYMMBIA pPE3yJIbTaT
(p = 0,0070) mexny naimeHTaMu ¢ nenaeuuein SMNI +
2 xonuu SMN2 u nmauyveHTamMu C TUOPUIHBIM T'€HOM
SMNI1/SMN2 + 2 xortuu SMN2.

06cyxaeHune

CnHaJIbHast MBIIIeYHast aTpodusi — ayTOCOMHO-pe-
LIECCMBHOE HEPBHO-MBbIIIIEYHOE 3a00JieBaHKe, 00YCIIOB-
JIEHHOE TTaTOreHHbIMU BapuaHTamu reHa SMN 1, kogupy-
o111eT0 OMHOMMEHHBbIH 0e1ok SMN. CHIDKeHUE SKCIpeccuu
6enka SMN npuBoOAUT K MOTepe 0-MOTOHEHPOHOB U (Pop-
MMPOBAHUIO KIIMHUKK Tiepudepudeckoro napesa. KinvHu-
yeckuii peHotunn CMA HeomHopojaeH. Bricokas Bapua-
OEJIbHOCTh KJIMHHUYECKOTO TEUYCHUSI OOBICHSETCS
3aBUCUMOCTBIO TIPOSIBJIEHUI 3a00JIeBaHMS OT TOIOJIHMU-
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r=0,3960
80 (95 % [m (C1) 0,2533-0,5219)
p <0,0001
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Puc. 1. Oyenka cesnzu mexncdy korunecmeom konuii eena SMN2 u 6o3pacmom
VCMAHoBAeHUs MOACKYASPHO20 OUA2HO3a No Memody pacuema Koppensiyuu Cnup-
MeHa. r — Ko3ghguyuenm xoppeasyuu; JIH — dosepumenvhotii unmepean

Fig. 1. Estimation of the association between the number of SMN2 gene

copies and the age of molecular diagnosis using the Spearman correlation
method. r — correlation coefficient; CI — confidence interval
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Puc. 2. Oyenka docmogeprocmu paznuuuii mexcoy 0moeabHbiMU SPYRnamu
nayuenmos ¢ ucnoavzoganuem kpumepus Manna—Yumnu

Fig. 2. Evaluation of the significance of differences between individual groups
of patients using the Mann— Whitney test

Ta6mua 4. Oyernka docmosepHoCMU Pa3AUMULL MeXCOY 803PACMOM YCMAHOBACHUS MOACKYASIPHOL0 OUACHO3A NAUUEHMO08 ¢ 20M03u2omHoll deneyueit SMN 1

U 803DACIMOM YCIMAHOBACHUSL MONEKYAAPHO20 OUACHO3a nauuermog ¢ euopudrsim eenom SMN 1/SMN2 ¢ ucnoavzosanuem kpumepus Manna—Yumuu

Table 4. Evaluation of the significance of differences between the age of molecular diagnosis of patients with homozygous SMN I deletion and the age of molecular
diagnosis of patients with the SMN 1/SMNZ2 hybrid gene using the Mann—Whitney test

Parameter

2 xoruu SMN2
2 copies of SMN2

SMN1/SMN2 + 2 xotuu SMN2
SMN1/SMN2 + 2 copies of SMN2

3 xkormuu SMN2
3 copies of SMN2

SMN1/SMN2 + 3 xonuu SMN2
SMN1/SMN2 + 3 copies of SMN2

Number of patients, n

21
0,0070
8
115
0,3130
8

TeJIbHBIX MOIM(MULMPYIOIIMX (PakTOpoB. YKCII0 U CTPYKTYp-
Hble 0COOEHHOCTH Komuii reHa SM N2, BHICOKOTOMOJIOTMY-~
Hoit komuu SMNI cuutalTcs HauboJiee BaXXHBIMU
¢deHoTunmyeckuMu Moaugukaropamu CMA.

B nmaHHOM MccemoBaHuM OBLIO OLIGHEHO pacIpeme-
JIeHUe yurciia Konuii reHa SMN2 B BHIOOpKE MallieHTOB CO
CMA Hay4yHO-MeTOAMYECKOro LIEHTpa M0 MOJEKYISIPHOM
meauuuHe [MepBoro Cankr-IleTepOyprckoro rocynapcTBeH-
HOTO MEeIUIIMHCKOro yHuBepcuTeTa uM. akaa. M.I1. I1as-
JioBa (cM. Ta6J1. 3). Hanbosee yacto BcTpeyaaich HOCUTEIU
3 xonuii reHa SMN2 (71 %), B MeHBIIIe# CTEIIEHH — HOCH -
tenu 4 koruit (15,43 %), 2 (12,96 %) u 1 (0,6 %).

B uccnenosanuu M.I1. ButkoBckoii u coanT. (2022) yac-
TOTa BCTpeyaeMOoCTH 3 Konuii reHa SMN2 aHanornyHa pesyiib-
TaTaM JaHHOT'O UCCJIeI0BaHNs, TOTIa KakK 4 konuu reHa SMN2
PETUCTPUPOBATUCH pexke 2 Koruit reHa SMN2 [33].

B 3apy0exXHBIX McClenoBaHUSAX HaOJI0maeTCs UHOE
pacnipeneneHne. B Hemenkoit BeIoopke 39,5 % maleHTOB
nmMenu 2 konuu reHa SMN2, 23 % — 3 koriu reHa SMN2
u 32,5 % — 4 xorum reHa SMN2 [34]. Typeukue uccieno-
BaTeJIM TakXe COOOIIAIOT O MPeBaJMPOBAHUM 2 KOIHUIiA
reHa SMN2 B Boibopke: 2 koruu — 28 (82,3 %) ciaydaes,
3 kormuu — 6 (17,6 %) cnydaes [35]. B ucmaHckoit Koropre
BCTpeyaeMocTh paBHa 45,76 % nns 3 konuit rena SMN2,
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42,56 % — i 2 xormii reHa SMN2, 8,16 % — s 4 konuid
reHa SMN2wu 3,2 % — s 1 koruu reHa SMN2 [24].

Paznuyus B yactote BcTpeyaeMOCTH Komuii reHa SMN2
MEXIY POCCUMCKUMM U 3apyOekHIMU BHIOOPKaMU 00JTb-
HbIX CMA MOryT ObITh 00BSICHEHBI BKJIIOUEHUEM B aHAJIN3
MalMEHTOB C Pa3JIMYHON TSKECThIO 3a00j1eBaHMs. BbIco-
KYI0 4acTOTY BCTPEYAEMOCTU MALIMEHTOB C 3 KOMUSIMM
reHa SMNZ2 B HallleM UCCIeNOBaHUM TaKXkKe MOXHO 00b-
SICHUTb OOJIBIIIMM YMCJIOM aMOYJIaTOPHBIX BO3PACTHBIX
MalMEeHTOB.

B naHHOM MccienoBaHUM ObLIO IPOAEMOHCTPUPOBAHO
HaJIMYME MPSIMO KOPPEJISILIM MEXIY YUCJIOM KO re-
Ha SMN2 v BO3pacTOM YCTAHOBJIEHUSI MOJEKYISIPHOTO
nuarHo3sa (cM. puc. 1).

B nepeuHe npyrux ucciaenoBaHuit Obuia oTpaxkeHa He-
OIHOPOJIHOCTh pacIpeAe/ieHNs] KOIMMI B 3aBUCUMOCTHU
OT (peHOTHUTIA.

B xone uccnenosanus R.1. Wadman u coasr. (2020) 6b1-
JIO BBISIBJIEHO, UTO JUISI TIALIMEHTOB ¢ 1 Konueii reHa SMN2
XapakTepHO Hauaso 3a0oseBaHus B niepuon ot 0 1o 1,5 roxa.
Cpenu mayeHToB ¢ 2 KkonusMu reHa SMN2 Habmtogancs
aHaJIOTMYHBIN BO3pacT Hayasia 3a0oseBaHus. B rpyrie 60s1b-
HBIX ¢ 3 KonvsiMu reHa SMN2y 66 % maleHTOB KIIMHUYe-
cKoe HauaJio npousolnio B Bo3pacte ot 0,3 mo 8,8 roxa,
y17,5% —or0po 1,5tromany 16 % —or 1 no 17,5 rona. JIst
MaLMEeHTOB ¢ 4 Konmsamu reHa SMN2B 76 % citydaeB 3a601e-
BaHHME HayaJIoCch B Bo3pacte ot 1 o 17,5 rona, B 11 % ciyva-
eB—o10,3 10 8,8 Toma, Beme 11 % — ot 21 10 43 J1eT, ¥ INIIb
y 1 maumeHTa npousouien aeorot ao 1,5 ropa [31].

OnHolt U3 KpyIHEUIIMX 3apy0eXKHbIX pa0OT SBJISIETCS
HccieaoBaHe MCHaHCKOM HaydyHoi rpyrnnbl M. Calucho
1 coaBT. (2018), B KOTOpOM ITPOBOAMJICS aHATU3 KITMHUYECKOM
U MOJIEKYJIIPHO-TeHeTUYecKol nHpopMaLuu o 2834 ma-
nueHTax. B 69 % ciydaeB naruieHtsl co CMA 1 tumna siBisi-
JINCh HOCHUTEJISIMU 2 Konuii reHa SMN2, B 23 % ciydaeB —
3 xonuii reHa SMN2, B 7 % ciydaeB — 1 Koy reHa SMN2
u B 1 % caydaeB — Gosee 4 konuii reHa SMN2. T1aneHTHI
co CMA II tuna B 81 % ciy4yaeB ObUIM HOCHUTEISIMU
3 konuii reHa SMN2, B 17 % ciydaeB — 2 KOIUii reHa
SMN2u B 2 % cnyyaeB — 1 uinu 4 xonuit reHa SMN2.
IMaumentsr co CMA 111 tuma B 47 % citydaeB ObUTM HOCUTE-
JsiMu 3 Koruii reHa SMN2, B 46 % ciydaeB — 4 Konuii reHa
SMN2, 85 % cny4yaeB — 2 konmii reHa SMN2u B 2 % ciyda-
eB — 5 konuii reHa SMN2 [24].

B paGore poccuiickux uccienoBaTesieil 3aperucTpy-
poBaHa aHaAJIOTMYHas cTaTucTuka: 77,27 % TalueHTOB
¢ I Tunom 3aboneBaHus nMeau 2 Komuu reHa SMN2,
79,22 % naumenTtoB co Il Tummom CMA — 3 Konmuu reHa
SMN2, a cpenu nauueHToB c¢ III Tunom 3aboneBaHus
B 53,3 % ciyyaeB oOHapyk1BaJIoCch 4 Koy u B 43,33 % —
3 xonum reHa SMN2 [36].

Pesynbrat npoBeieHHOTO UCCIeI0BaHS IEMOHCTPH -
pYeT HaJIM4Ke MPSMOI KOPPEIISLIUS MEXKITY YMCIIOM KOTIMIA
reHa SMN2 1 Bo3pacTOM YCTaHOBJIEHUSI MOJIEKYJISIPHOTO
Jquarto3a. OIHaKO BBISIBISIETCS HEOTHOPOIHOCTh pacIipe-
JieJieHus Konuii reHa SMN2, 4To mpeanojoXuTeTbHO CBU-

JIETETBCTBYET O CYILIECTBOBAHUM 3a/IePKKI MEXITy MaHM(be-
crairueit 3a001eBaHUS Y TEHETUYECKUM TIOATBEPXKICHUEM
nuarHo3a. JlaHHoe HaOJIoJeHNe OTYETIMBO BUIHO IPU
OILIEHKE TOCTOBEPHOCTH MEXKIY ITpyIIaMu MalueHToB. 1ist
i, objagaoux 2 konusaMu reHa SMN2, Bo3pacT 06-
paleHus B JabopaTopuio BO3MOXEH B 26, 33, 36, 41 rox,
a JUIsl MauMeHToB ¢ 3 KonusiMu reHa SMNZ2 Bo3pact ycra-
HOBJICHUSI MOJICKYJISIPHOTO IMarHo3a MOXET JOCTUTaTh
66 yeT (cM. puc. 2). Bmecte ¢ TeM y aliMeHToB ¢ 1 1 2 KOIn-
sIMU T'eHa B OOJIBIIIMHCTBE CJIyJ4acB BO3PACT MOJIEKY/ISIPHOTO
JIMarHo3a COOTBETCTBYET BO3pAcTy Hadasla 3abo0JieBaHMS,
yYCTaHOBJIECHHOMY Ki1accudukaTopoM TuroB CMA.

Iu6punnas crpykrypa SMN1/SMNZ2 aBasetcs oqHou
u3 opm notepu reHa SMN 1, BoizbiBatolieit CMA. B oto-
OpaHHoli koropre y 9 % (16/178) 06pa31oB ObLIO MOMI-
TBEPKICHO HaTuue rudpuaHoro reHa SMN1/SMN2. Cyie-
CTBYET 3HAYMTEJIbHAsI BAPMATUBHOCTDb PACIIPOCTPAaHEHHOC-
™4 TuopuaHoro reHa mpu CMA [27-29, 31]. 1o naHHBIM
E. Hahnen u coaBrt. (1996), yacToTa BCTpeYyaeMOCTH TH-
opunHoro reHa SMN1/SMN2 B HeMelLIKOl BHIOOpKE Ta-
1eHToB co CMA cocrasisier ~12 %, Torma Kak y aliieHTOB
co CMA d4elicKoro uiay MOJbCKOTO MPOUCXOXKICHUS —
~30 % [30]. UcrmaHcKast M KHTaicKast UCCIIeI0BaTEIbCKIE
TPYIIITBI COOOIIMIIN O YaCTOTE BCTPEYaeMOCTH TMOPUIHBIX
reHoB SMN1/SMN2 5,3u 5,5 % cityyaeB B BIOOpKax Uc-
maHuy 1 Kutast COoTBeTCTBeHHO [26, 29].

BaxxHoCTb onpeaeeH1s TMOPUIHBIX TCHOB IOTYEPKH-
BaeTCcsl UX BO3MOXHBIM BJIMsIHUEM Ha TsokecTb CMA. Tpu
CpPaBHEHMU BJIMSHUS Ha BO3PACT YCTAHOBJICHMSI MOJICKY-
nsipHoro auardHo3a CMA reHoTuIia ¢ riOpyUIHOM CTPYKTY-
poii reHa SMN1/SMN2 w 2 xonusimu reHa SMN2 ¢ Bius-
HMEM TeHOTUIIA C aHAJIOTMYHBIM KOJIMYECTBOM KOITHIA TeHa
SMNZ2 B TaHHOM MCCJIeIOBaHUM ObLTa BbISIBJIEHA CTATUCTH -
yecku 3Hauumas pasHuna (p = 0,0070), ykassiBatoiias
Ha 0oJiee MO3IHUI BO3pacT YCTAaHOBJICHUST MOJIEKYJISIPHOTO
NIMarHo3a y malieHTOB ¢ THOPUIHOMN CTPYKTYPOIL.

CreyeT 00paTUTh BHUMaHKUE Ha TO, YTO B HAILIEM MC-
CJIeIOBAaHUM TIPY CPAaBHEHUH TPYIII MAIMEHTOB ¢ 3 KO-
saMmu reHa SMN2 (c TuOGpUIHON CTPYKTYpOoii U 0e3 Hee)
MOJTYYMUTh aHAJIOTUYHBIN Pe3yJIbTaT He YAaI0Ch.

OTCYTCTBUE CTAaTUCTUYCCKM 3HAYMMOI pa3HUIIBI MO-
KET OBITh OOYCJIOBJICHO HETOCTATOYHBIM Pa3MepOM BbI-
OOPKU IPYIIIHI MAIMEHTOB ¢ TMOPUIHBIM TEHOM U 3 KOIHU -
MU TeHa SMNZ2 B COOTHOLLIEHUY C TPYIIIIONi 6e3 TMOpUIHOM
CTPYKTYPHI, a TAKKe MPUMEPHO OAMHAKOBOM 3a1epKKOit
Y JaHHBIX TPYIII ITALIMEHTOB OT BO3pacTa MaHUdeCcTallun
3a00JIeBaHUS 10 BO3pacTa YCTAHOBJICHUSI MOJICKYJISIDHOTO
nurarHo3a. Jjisi TOCTOBepHOM OLICHKW HaJIW4usl WA OT-
CYTCTBUSI Pa3IMUUil MEXIAY STUMU TPYIIamMu TpeOyeTcs
MPOBeICHUE JAIbHEIMIINX UCCIICIOBAHMUIA.

IMonyyeHHBIE TaHHBIE COOTHOCSTCS C paHee IPOBe-
JNIEHHBIMH UCCJIEIOBaHUSIMU Ipyrux aBTopos. B 1997 .
C.J. DiDonato u coaBT. OfTHUMU U3 MEPBBLIX 0OpaATUIN
BHUMaHME Ha CBSA3b MEXIY 0JIaronpusITHBIMU (opMaMu
CMA u yacTiyHOI KoHBepcueil reHoB [37]. UccaemoBanue
D.L. Stabley u coaBr. (2021) Tak:ke yKa3ajao Ha BO3MOXHOE
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BIIVSTHME TUOPUIHBIX TCHOB Ha pa3BUTHE O0JIee JIETKOTO
¢enoruna CMA y naueHTOB ¢ HeOOJIbILIMM KOJINYECTBOM
konuii reHa SMN2 [38]. R. Wadman u coant. (2020),
B CBOIO OUYepe/ib, BIIEPBbIE CMOIIM ITPOJIEMOHCTPUPOBATh
bonee onaronpusTHoe TeueHue CMA y MaluMeHTOB ¢ TH-
OpMIHBIM TEHOM B CPAaBHEHUHU C KJIMHUYECKUM MCXOI0M
MalEeHTOB C TEM XK€ KOJIMYECTBOM Komnuii reHa SMN2[31].
WUccnenoBanue, nposeaeHHoe E. Niba u coant. (2021),
SIBJISIETCSI KJIFOYEBBIM B KOHTEKCTE M3y4eHUS BKiIaaa
rUOpUIHON CTPYKTYyphl reHa SMNI1/SMN2 B dheHoTUIT
nauueHToB co CMA. JlaHHag ucciaeaoBaTeIbcKasl TpyTi-
Ia OLICHWJA BIUSIHME THUOPUIHON CTPYKTYPHI TE€HOB
Ha peHOTUN NaneHTOB co CMA U cpaBHUJIA C BIUSIHU-
eM Ha (peHOTUI KoJuuecTBa Konuii reHa SMN2. briio
oOHapyKeHo, YTo yacToTa BcTpeyaemoctTu CMA I tuna
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Bannpaumna WwKanbl ctTeneHU HeBPONATUUYECKUX
HapyweHun (Neuropathy Impairment Score, NIS)
ANA UCNOJIb30BAHUA Y PYCCKOA3bIYHbIX NALMEHTOB
C XpPOHUYECKON BOCNANUTENIbHOU
AeMUeSIMHU3UPVIOLLEN NoJIMHenponaTuen

H.A. CynoneBal, A.C. Apecrosa!, E.A. Meabnuk!, A.A. 3umun’- 2, A.M. Hapoyr!, A. Aky0y?, E.C. Illepoakonal,
A.B. 3aiines?, JI.A. Ipummnal, JI.T. IOcynosal, E.B. Thenosckas!, M.A. ITupagos!

IQIEHY «Hayunsiii yenmp nesponozuuw»; Poccus, 125367 Mockea, Bosokonamckoe wiocce, 80;

2IAOY BO «Poccuiickuii HayuoHanbHblii uccredosamensvckuii meouyunckuii ynusepcumem um. H. Y. ITupoeosa» Munzdpasa Poccuu;
Poccus, 117513 Mockea, ya. Ocmposumsnosa, 1;

3Yuusepcumem Koayméus; CIIA, 10027 Hoio-Hopk, 116-5 yauya;

“®IAOY BO Ilepeviii Mockosckuii 2ocyoapcmeenbiii meouyurnckuii yuusepcumem um. M. M. Ceuenosa Munzopasa Poccuu
(Ceuenosckuii Ynusepcumem); Poccus, 119991 Mockea, ya. Tpybeukas, 8, cmp. 2

KoHnTakTbi: Anuna CadosHa ApectoBa rizvanova.alina@gmail.com

BeepeHue. BaxHoii 4acTbio paboThl C NALMEHTAMM C XPOHUYECKOI BOCNANNTENbHON ieMUeNMHU3NPYIOLWEN NOAUHERPO-
natueit (XBAMN) aBnseTcs npuMeHeHWe MEXAYHAPOLHBIX WKAN U ONPOCHUKOB, TaK KaK OHU AAIOT BO3MOXHOCTb 0GbEKTHUB-
HO OLLEHUTb CTENEHb UHBANUAM3ALMM, KAYECTBO XKNU3HU, JUHAMUKY COCTOAHMA U OTBET HA NAaTOreHETUYECKYI Tepanuio.
Llkana cteneHn HeBponatuyeckux Hapywenuit (Neuropathy Impairment Score, NIS) nonyuyuna csoe pacnpoctpaHeHue
B 3NUAEMUONOTUYECKUX U KNUHUYECKUX UCCNELOBAHUAX PA3/INYHbIX NONMHEAPONATUA U PEKOMEH[L0BaHA K UCNO0b30Ba-
HUI0 y NauuenTos ¢ XBAM B aKTyanbHOM KOHCEHCYCE N0 UArHOCTUKE W NIeYeHMnI0 LaHHOro 3a6oneBaHus. OrpaHuyeHmem
NpUMEHeHMs AaHHOIA WKansl B Poccuitckoii Penepauuu sBAseTCs OTCYTCTBUE ee BaNUAMPOBAHHOM PYCCKOA3bIYHOM BEpCUM.
Llenb uccnepoBaHua — paspabotarb pycckos3biuHyto Bepcuto wransl NIS ans pabotsl ¢ naumeHtamu ¢ XBATM u nposectu
ee Banupaaumio.

Marepuansi u metoabl. B uccnegosanum yyactsosanu 50 naumnentos ¢ XBAM. pynnbl cOCTOANM U3 NALMEHTOB C TUMMY-
Hoit XBAM u atunuynbim Bapuantom XBAMN — acMMMeTpUUHON MynbTUOKANbHOW CEHCOMOTOPHON AeMUENUHU3NPYIOLLeit
nonuHenponarueit (cuHppom Jislonca—CamHepa). Vx cooTHoweHWe B BbIGOPKe Gbi0 paBHbIM (N0 25 6ONbHBIX KaXAO0M
Ho3on0ruu). Mpouecc Banuaaumn BKAKOYAN 2 3Tana: NepeBoj Ha PYCCKUI A3bIK U IMHTBOKYALTYPHYIO afanTtaLuio opuru-
HaNbHOW aHMOA3bIYHOM BEPCUM LWKANBI, NPOBEAEHHYI0 COMACHO 0BLENPUHATHIM PEKOMEHAALMAM, U OLLEHKY TaKWUX NCK-
XOMETPUYECKUX CBOICTB, KaK HafeXHOCTb, COLlepXKaTeibHaa BaIMLHOCTb U YyBCTBUTENBHOCTD.

Pe3ynbrartbl. [Ina pycckoasblyHoi Bepcuu wkanbl NIS npoaeMoHCTpUpoBaH BbICOKUI YPOBEHb HALLEXHOCTH, YyBCTBUTEb-
HOCTW W BaNUAHOCTMU.

BbiBoAbI. [0 pe3ynsratam nposefeHHON paboTbl CHOPMUPOBAHA PYCCKOA3bIYHAA BaNUAMpOBaHHasn Bepcus wkansl NIS,
KOTOpas MOXET ObiTb peKOMEHZO0BaHa A1 Hay4YHO-UCCNEL0BaTENbCKOM U KTMHUYECKOM paboThl.

KnioueBble cnoBa: xpoHuyeckas BOCNanuTensHas AeM1eauHu3upyiolas noauHenponarus, BanuaaLums, CUHapom Jisonca—
CaMHepa, NMHIBOKY/LTYPHAsA afanTalus, WKana cTeneHyu HeBPONaTMYecKux HapyleHui

Ana uutupoBaHusa: CynoHesa H.A., ApectoBa A.C., MenbHuk E.A. v ap. Banmpauns wkanel CTeneHn HeBpONaTUYECKNX
HapyweHuit (Neuropathy Impairment Score, NIS) Ans ucnonb3oBaHus y pyCCKOA3bIYHbIX NALMEHTOB C XPOHUYECKON BOC-
nanuTenbHOM feMUenvHu3npyoLLei nonuHeliponartueil. HepeHo-MblweyHble 6one3Hn 2024;14(4):29-39.
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Validation of the Neuropathy Impairment Score (NIS) for use in Russian-speaking patients
with chronic inflammatory demyelinating polyneuropathy
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I Research Center of Neurology; 80 Volokolamskoe Shosse, Moscow 125367, Russia;
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Moscow 119991, Russia

Contacts:

Alina Safovna Arestova rizvanova.alina@gmail.com

Background. A clinical application of scales and questionnaires is essential for the objective evaluation of treatment
response, disease course, quality of life and the disability level in patients with chronic inflammatory demyelinating
polyneuropathy (CIDP). Neuropathy Impairment Score (NIS) has become widespread in epidemiological and clinical
studies of various polyneuropathies, including CIDP. However, its application in Russia is limited by the absence of its
validated version for Russian-speaking patients.

Aim. To develop the Russian validated version of the NIS for its application in patients with CIDP.

Materials and methods. The study involved 50 patients with CIDP (25 with multifocal variant of CIDP (Lewis—Sumner
syndrome) and 25 with typical CIDP). The validation process included two stages: translation and linguocultural
ratification of the scale according to the standard protocol and an assessment of its psychometric properties, such
as reliability, validity and sensitivity.

Results. The developed Russian version of the NIS demonstrated the high level of reliability, sensitivity and validity.
Conclusion. The validated Russian version of the NIS can be recommended for application in research and clinical practice.

Keywords: chronic inflammatory demyelinating polyneuropathy, validation, Lewis—Sumner syndrome, linguocultural
ratification, Neuropathy Impairment Score

For citation: Suponeva N.A., Arestova A.S., Melnik E.A. et al. Validation of the Neuropathy Impairment Score (NIS)
for use in Russian-speaking patients with chronic inflammatory demyelinating polyneuropathy. Nervno-myshechnye

bolezni = Neuromuscular Diseases 2024;14(4):29-39. (In Russ.).
DOI: https://doi.org/10.17650/2222-8721-2024-14-4-29-39

BBepeHue

XpoHuyeckasl BocHajluTe/IbHas JeMUETMHU3UPYIOIIast
nomuHeitponarust (XBJIT) — nprobpeTeHHAass AU3UMMYH-
Hasl MoJIMHEHponaTus, IUIsl KOTOPOI XapaKTepHbI (hopMU-
pOBaHVE CUMMETPUYHON AUCTATBLHON U MPOKCUMATbHON
c1ab0CTU, CHUKEHUE U OTCYTCTBUE CYXOXKMJIbHBIX ped-
JIEKCOB, IMPOrpecCcupylolliee Uin peluauBUpYyIOLIee Teue-
HUE C pa3BUTUEM CUMIITOMOB He MeHee 8 Hea. COBOKYII-
HBII TTOKa3aTedb 3a00JIeBa€MOCTU B MUPE COCTaBJISIET
0,33 ciyyast Ha 100 ThIC. YeIOBEK, a paCIPOCTPAHEHHOCTh —
2,81 [1]. 3-3a pa3zHOOOpa3ust KIMHUYECKUX MPOSIBICHUI
MoKasaTejib paclpoCTPaHEHHOCTU B MUPE BapbUpyeT
ot 0,7 mo 10,3 cayvast Ha 100 TbIC. yenoBex [1, 2]. B kpu-
Tepusix EBpomneiickoii akagemun HeBposioruu 1 O01iecTBa
nepudepudeckoit HepBHoi cuctembl (European Academy
of Neurology (EAN)/Peripheral Nerve Society (PNS)
guideline on diagnosis and treatment of chronic
inflammatory demyelinating polyradiculoneuropathy) 2021 .
BbIIEeHO TunuyHoe TeueHue XB/II u ero BapuaHThI
(nMcTanbHBII, CEHCOPHBIM, MOTOPHBIN, (POKaTbHBIMI
U MyJbTUDOKATbHBIN). OCHOBOM IJIs1 YCTAaHOBJICHUS A1a-
rHo3a XBJII1 siBnsiercs1 cormocTarineHue KIIMHUYECKUX, HEHpo-
(usronornyeckrx 1 noaaepxuBaroimx kpurepres EAN/
PNS 2021 [3].

C 1enblo mpeaynpexaeHus WM MUHUMU3aluy pyuckKa
DPa3BUTUS UHBAJIUANU3ALIMY Y TTALIMEHTOB PEKOMEHI0BAHO
paHHee Havasio 3¢ dekTuBHOro JeyeHus [4, 5]. B HacTo-
s1ee BpeMs HeT J0CTaTOYHOro oobeMa CBeIeHU o O1o-
mapkepax XB/II1, koTopbie MOXHO ObLIO ObI UCITOIb30BaTh
JUIST OLICHKM TSKECTH MTOJIMHeiponaTiuy B IIpollecce ycTa-
HOBJICHMST IWarHO3a WX MOHUTOPUHTA JieueHusd [5, 6].
B cBsI3U ¢ 3TUM 1151 TOJTyYeHUSI OObEKTUBHBIX TaHHBIX OT-
BeTa Ha MaTOreHETUYECKYIO Teparuio HEOOXOAUMO UCTIONb-
30BaTh LIKaJIbl U ONMPOCHUKU. B KIMHWYECKOI MpaKTUKe
MPUMEHSIOTCSI HECKOJIbKO BUIOB ILIKaJI, TTO3BOJISIOIINX
OLICHUTb BBIPaXXEHHOCTb HEBPOJOTUYECKOTO AeduiinTa
U CTeNeHb UHBATMAU3AUU. B COOTBETCTBUY C KOHCEHCY-
com EAN/PNS 2021 nns gaHHOM UeIW peKOMEHIYeTCs
HCIOJIb30BaTh IIKATY OLIEHKU MHBAIMINU3ALMN TTAallUeHTOB
¢ cuHapomoM Iiiena—bappe, XpoHUYECKoi BoCcIaIUTe b-
HOH IEMUEIVMHU3UPYIOLIEN NMOJUHEHPONaTUE U T10JIU-
HelpornaTtuei, aCCOUMUPOBAHHOM C MOHOKJIOHAJIbHOMI
raMmmanatueit HesicHoro 3HayeHus (Inflammatory Rasch-
built Overall Disability Scale, [-RODS), mkany crenenu
HeBponaTuueckux HapyieHuii (Neuropathy Impairment
Score, NIS), mikany cyMmMapHO#i OLIEHKU MBILLIEYHON CUJIbI
(Medical Research Council sum score, MRCss) u mikainy
«DTHoNOrus 1 Je4eHue BOCIAIMTEIbHOI HelporaTum»
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(Inflammatory Neuropathy Cause and Treatment, INCAT)
[7-9].

B 1980 . PJ. Dyck u coaBT. pazpaboTtanu LIKaiay cTe-
neHn HeBpomaTuyeckux HapymeHuit (Neurological
Disability Score, NDS, nin Neuropathy Impairment Score,
NIS), ncnonbzyemylo il OLIEHKU HEBPOJOTMYECKOTO JIe-
¢duimTa npu 3a60s1eBaHUAX MeprudhepruIecKoro Helpomo-
TOPHOTO amnmnapaTa. BriepBble 111Kaja Obljaa UCIOIb30BaHa
JUIST TUarHOCTUKM TSKECTH HeBPOINaTUIECKUX HapyIIeHUI
y NalMEeHTOB C TMa0eTUYECKOM MoJMHeponaTuei, mpu-
YeM CTelleHb HEBPOJIOTMYECKOT0 AetUlInuTa, OLleHUBaeMast
no wkaje NIS, koppenupoBaa ¢ BbIpaxkeHHOCTBIO DJIEK-
Tpodusnosorndeckux rmoxkasarenei [10]. llkama cocrour
13 37 MyHKTOB, BKJIIOYAIOIIUX OLEHKY MBIIIIEYHOM cJ1abo-
CTH, YEPEITHbIX HEPBOB, pedJEKCOB U UYYBCTBUTEJIbHbIX
HapylleHu# ¢ GopMUpPOBaHMEM CyMMapHOTo daJia.

Ilo3nHee 1IKajia MoOJy4Yyusia CBOE€ paclpocTpaHeHUe
B SMUAEMHUOJIOTMYECKUX U KIMHUYECKUX UCCIEI0BAHUSIX
pa3IMYHbIX NoauHeiponaruii, Bkiodas XBIII, u crana
OIIHUM U3 TIEPBBIX ITOKa3aTes e, UCITOIb3YeMbIX ISl KOHT-
pouisd 3¢hdHEeKTUBHOCTY TTPenapaToB YeJI0BEYECKOIO UMMY-
Horo0y/IMHa U I1a3Macdepesa Mpu JIeYeHUU JaHHOTO 3a-
ooseBaHus [ 11—14]. CyluecTBYIOT pa3iMyHble MOAU(UKAIIUN
wikasael NIS. Tak, npu TpaHCTUPETUHOBOM CEMEMHON aMu-
JIOVAHON MOJIMHENponaTU aKTUBHO MCITOJIb3YeTCs IIKasa
NIS + 7, 1oNOTHUTENBHO BKIIOUAIOIIASI OLIEHKY COCTOSTHUS
TOHKMX BOJIOKOH, a IpY JUa0eTHUYeCKOW MoJMHepoIaTuu
yale MCIOJb3yeTCs IIKajda CTEMeHU HeBPONMAaTUYECKUX
HapyleHuI HIKHUX KoHeuHocTeit (Neuropathy Impaired
Score — lower limb, NIS-LL) [15—18]. B HacTos1iee Bpe-
Ms$ HET OMyOJMKOBAaHHBIX MCCJIENOBAaHUI MO BaJIMIALIMA
NIS y mammuentoB ¢ XBAII Ha npyrux si3bIlkax, OJHAKO
JTaHHas 1IKajda aKTUBHO MPUMEHSIETCS B PaHIOMU3UPO-
BaHHBIX KJIMHUYECKUX MCCAEIOBAHUSIX Tepaluy TpaHC-
TUPETUHOBOM CEMEMHON aMWIOMIHOM MOJMHEeNponaTuu
U3-3a €€ BBICOKOI YYBCTBUTEJILHOCTHY MTPU OTCICXKMBAHUU
MPOIrPeCCUPOBaHNS HEBPOIIATUU B T€YEHUE OTHOCUTEJIBHO
KOPOTKHX IEpUOI0B BpeMeHM [15, 16].

HecMoTpst Ha akTyaabHOCTh UCTIOJIb30BaHMSI TaHHOM
LIKaJIBI U1 0O BEKTUBHOM OLIEHKH HEBPOJIOTMYECKOIO CTa-
Tyca U ero usMeHeHus y nauueHToB ¢ XB/II1, ee mpume-
HEeHME B KIMHUYECKUX Y HAyYHBIX UCCAEAOBAHMSIX, TTPO-
BomuMbIX B Poccuiickoii denepaiiuu, ObUIO OTpaHUYCHO
M3-3a OTCYTCTBUS BAIMAMPOBAHHOM PYCCKOSI3BIYHOM BEp-
CUM. YUUTHIBAsI JaHHbIE 00CTOSTENLCTBA, B HaydHOM 11IeH-
Tpe HEBPOJIOTUH ObLIO MPUHSTO PellleHWe O MPOBEIECHUN
BasMmanuu mkaiasl NIS.

Iesb uccaenoBanus — IPOBEACHUE BaTMAAIINY IIKAIbI
NIS y marmuenToB ¢ XBJIIT ¢ pa3paboTKoii ee ouiianb-
HOM pyCCKOSI3bIYHOI BEPCUM.

Marepuanbl u metopbl

[lepen BeINOIHEHUEM JIMHTBOKYJIBTYPHOM amanTaliiu
n Bapanyy mkansl NIS B Poccuiickoit @enepaniyiv ObI-
JIO TIOJYYEHO corylacue ee pa3paboTumka, mpodeccopa
IMurepa dxeiimca [lyuka u3 knuHuku Maiio (CIIA). Ipo-

BeJCHUE MCCIIeTOBaHUS ObLIIO OJ0OPEHO JIOKATbHBIM 3TH-
YeCcKUM KoMuTeToM HaydyHoro 1eHTpa HeBpOJIOTUM.

B uccnenoBanuu yyactoBaiu 50 mamyeHToB (U3 HUX
35 myxuuH) ¢ XBJII. Ipynmbl cOCTOSIM U3 YIaCTHUKOB
¢ tunmmuHou XBJIII u mynbTugoKanbHBIM BapuaHTOM
XBAIT (cunapom JIstouca—Camuepa (CJIC)). Ux coot-
HOILIEHUE B BEIOOPKE OBLIO paBHBIM (110 25 OOJIBLHBIX KasKI0i
Ho30J10TMK). MenuaHa U MeXXKBapTUIbHbII MHTepBai (Me
[IQR]) Bo3pacrta B rpymie CJIC coctaBunm 56 [48—60] ner
¢ npeobjagaHueM MYXCKoOro moJja, B rpynne XBJIIT —
47 133,5—54,0] n1eT ¢ OTHOCUTEJILHO paBHBIM pacIpeaeie-
HUEM MoJIOB, B ob1eil rpyrnme — 49,5 [40—59] rona ¢ He-
OoJIbIIMM TIpeobJialaHueM MYXCKoro mosia. MenuaHa
olleHKHU mo mKajge NIS mpu nepBoM BU3UTE COCTaBUJIA
41,3 [20,6—66,1] 6anna.

Huarno3 XBJII1 yctaHaBauBajcsi B COOTBETCTBUU
¢ knmuHuYeckuMu pekomeHaansaMu EAN/PNS ot 2021 &
Y Bcex MalMeHTOB CTEIeHbh HEBPOJIOTMYeCKOro neduimra
oueHuBajach no mkanam MRCss, NIS, a crenneHb MHBaIU-
nuzanuu — no mwkaigam INCAT, I-RODS, pekomeHaoBaH-
HBIM K UCIIOJIb30BAHUIO B KpUTepusix nuarHoctuku X BT
EAN/PNS 2021. Uxanet MRCss, INCAT u I-RODS Tax-
»Ke ObLIY BaJIMAMPOBAHBI HAMU paHee [7, §].

Iporecc Bamuaalyy BKII0Yai 2 3Tamna: repeBojL Opy-
TMHAJIBHOM aHTJIOSI3bIYHOI BEPCUHM IIKAJIbl Ha PYCCKUIA
SI3BIK ¥ €€ JIMHTBOKYJIBTYPHYIO aanTalllio, BBIMOJIHEHHYIO
COIJIACHO OOIIEIIPUHATHIM PEKOMEHIAIUsIM, W OLICHKY
TICUXOMETPUYECKMX TTapaMeTPOB PYCCKOSI3bIYHOM BEPCHUMU.
[Tpu npoBeneHNU UCCIeI0BaHUS YaCTUIHO MCITIOJIb30Ba-
quck pekomeHgauuu COSMIN (Consensus-based
Standards for the selection of Health Measurement
Instruments), aganTUpoBaHHBIE C Y4ETOM COOCTBEHHOTO OIThI-
Ta MPOBEJEHMST BaTUAALIMOHHBIX HccaenoBanuit [19, 20].
Pacyer moctaToyHOro oobemMa BBIOOPKHU IPOBOAMIICS
B COOTBETCTBUU C OOIICTIPUHSTHIMU PEKOMEHIALIMSIMM.
Bri6opxka 50 yenoBek ObLTa JOCTATOYHOM MPU JOMYILIEHUU
OTKJIOHEHUSI BBIOOPOYHOTO CPEIHEro OT CPEIHETO IreHe-
paJIbHOI COBOKYITHOCTU Ha 8 0aioB (Iuara3oH OLIEHOK
no mkane 0—244 6amna) [19, 20].

Ha 1-m sTane 2 Bpaya ¢ AMIJIOMaMy MEPeBOAYUKOB
HE3aBMCHUMO ApPYT OT JpyTra IEPeBeIn NUCXOJHYIO0 BEPCUIO
LIKaJIBl Ha PYCCKUIA SI3bIK. [lasiee moydeHHbBI KOMITHIIM -
POBaHHBIIM BapuaHT IepeBoa ObLI HAIIPaBJIeH HOCUTETIO
AHTJIMICKOTO SI3bIKa C BBICIIIMM MEAMIIMHCKUM 00pa3oBa-
HMEM IS IPOBeIeHUsT 00paTHOTro niepeBoa. [TonyueHHas
B pe3yJIbTaTe MpsIMOTO M OOPaTHOIO IIEPEBOJOB PYCCKO-
sI3bIYHAsT BEPCHSl IIKAJIbI ObUTa OOCYXIeHA Ha 3acelaHuu
3KCIEPTHOM KOMUCCUU B COCTaBe IEPEBOMYMKA-IKCIIEPTA,
He NIPMHUMABIIIETO paHee yJacTHsl B IepeBojIe, HEBPOJIO-
TOB-CIEIIUAIKCTOB B 00JIACT HEPBHO-MBIIIEUHBIX 00JI€3-
Heil 1 MEAUIIMHCKOTO CTaTUCTHKA.

IMocne BeImoHEeHUS 1-T0 3Tala IS BBISIBJICHUS BO3-
MOXHBIX CJIOXKHOCTEI MCIIOJb30BaHUS YTBEPXKICHHOI
PYCCKOSI3bIYHOM Bepcyu 1Kaibl NIS B KIIMHUYECKOM TTpaK-
THKE IMPOBOIUIOCH IMMJIOTHOE UCCIeI0BaHUE Ha BLIOOPKE
u3 15 naupenTtoB ¢ XBATIT (turmaunas XBIAIT — 10, CJIC —5).

TOM 14

31



TOM 14

32

HepBHo-mblweykbie OJIE3HH

Opueunanvhsie uccaedoeanus | Original reports

Bce yyacTHUKM ObLTM HOCUTEIISIMU PYCCKOTO s13bIKa. Ha maH-
HOM 3Tarle UCCIeI0BaHus ObLI IMTPOBEIEH COBMECTHBIN OC-
MOTp NalMEHTOB 2 crienuanucTamu LleHTpa 3a0oneBaHuit
nepudepruIeckoii HEPBHOM CUCTEMBI IO TTPUYMHE CIIOXK-
HOCTU OlleHKHM 1o mKajie NIS ¥ omiMyHOoi OT NPUBBIYHOM
B PYTMHHOM ITpaKTUKeE rpagaliy OLEeHKU MbIIIEYHOMN CU-
Jibl. B niporniecce paGoThl TEKCT IIKaJIbI ObLT CKOPPEKTUPO-
BaH, YTBepXkIeHa (hrHabHAas BepCcusl.

Ha 2-M 3Tane Banyaanyuu oleHUBaIUCh ICUXOMETPU-
YEeCKMe TIOKA3aTENH 1IKAJIbl: HALEXHOCTD, COAEPKaTeIbHaAA
BaJIUIHOCTb ¥ YYBCTBUTEIBHOCTD. OlieHKa o mkaue NIS
MPOBOAWIIACH 2 BpauaMU-HEBPOJIOraMU, OLIEHKU KOTOPbIX
B COOTBETCTBUU C XPOHOJOTMYECKMM IOPSIIKOM 0003HaA-
YaJInCh KaK «A,» — UCXOHasl OLIEHKA 1-M HCClIefoBaTelIeM,
«B,» — UcxonHaa OlleHKa 2-M MCCIeNoBaTeENeM, «A» —
BTOpas OLleHKa 1-M wccrenoBareseM U «A;» — TPEThS
OlIeHKa 1-M MccienoBaresieM.

HanexHocTh IKaJbl OTpaxkaeT €€ YCTOWYMBOCTh
K olIOKaM uccieqoBaHus. B naHHOIt paboTe ¢ ITOMOIIbIO
MeToJla TECT-PeTeCT U3yJasli, HaCKOJIbKO 1Kaita NIS moxa-
BeprKeHa OIIMOKaM, CBSI3aHHBIM C BpeMEHHBIM (haKTOpOM
(A;—A,). [l711 5TOr0 OLEHUBAIU B3aUMOCBSA3b MEXIY OLIEH-
KaMH, MOJTYy4eHHBIMU OJJHUM U TEM e BpauoM C UHTepBa-
JioM B 2 4. JIJIsl OLleHKW BHYTPEHHE! COINIaCOBAHHOCTU
aHanu3upoBaiu aabdy KpoHbaxa (HeoOXoaUMBI ypOBEeHb
KoappuimeHTa — o6onee 0,8).

MezK3KenepTHasi COIIACOBAHHOCTD BhISIBJISIET BapUaTUB-
HOCTbh MHEHUI 9KCIIEPTOB B paMKax OHOTO BPEMEHHOIO
nepuoja. s KOJIMYeCTBEHHOI OLIEHKHU JTaHHOTO mapa-
Mmetpa (A,—B,) 2 Bpaua npoBoAMIN 0OCIEN0BAHNSA OOJIb-
HOTO C MHTEPBAJOM 10 | CyT ¢ JajdbHEHIIMM pacyeToM
kanmbl KosHa (Heo0XonuMblii ypoBeHb KO3 duiimeHTa —
oonee 0,7).

s uccnenoBaHus coaepKaTe/bHOI BAJIMIHOCTH ObLI
MpoBeAeH orpoc (MakcuMaabHas olieHka — 10) Bpaueii-
HeBpouioroB LleHTpa 3a0oeBaHUii iepreprUIecKoil HepB-
Hoil cucteMbl HaydHOTO 11eHTpa HEBPOJOTUU C OIBITOM
paboThl HE MeHee 8 JIeT IS BhISICHEHUS, HACKOJIBKO CO-
JiepKaHue IIKaJIbl COOTBETCTBYET IMOCTABJICHHBIM Iepen
HEW 3a1a4yaM.

B pamkax uccienoBaHus YyBCTBUTEIbHOCTH I1IKAJTbI CPaB-
HUBAIK OLEHKHU TIEPBOTO M GMHAIBHOTO BU3UTOB (A —A,)
U MPOBEPSIIM TUITOTE3Y O TOM, YTO IIKaua 3DGHEKTUBHO
JIEMOHCTPUPYET IMHAMUKY ITOKa3aTeJeid.

CramucTudeckuii aHamm3 qaHHbIX. [1pu pacuere pernpe-
3eHTaTUBHOCTH (YpoBeHb MoIIHOCTH 0,8 U ypOBEHb cTa-
THCTUYECKOM 3HaunMocTH p <0,05) mokasaHo, YTO 00beM
BbIOOPKHU 50 MAIIMEHTOB SIBJSIETCS JOCTaTOUYHBIM LIS TTPO-
BeJCHUS JaHHOTO HUccienoBaHus [21]. BBumy Toro uto pac-
NpeaeeHre MOTyYeHHBIX JaHHBIX HE COOTBETCTBOBAJIO HOP-
MaibHOMY (Kputepuii KomMoroposa—CyupHoBa, p = 0,03),
HCIOJIb30BaHbI HeMapaMeTPUUYECKUE METOIbI CTaTUCTHUYE-
CKOTO aHaIu3a. AHAIM3 IICUXOMETPUYECKIX CBOVCTB IITKAJTbI
TPOBOIMJICS C TIOMOIIIBIO CIIEMYIONTUX METOIOB: KOPPEJISIII-
OHHBII aHaM3 o CrupMeHy — UIS OLICHKU PEeTeCTOBOM
HajaexXHoCTH; KoadduimeHnTsl Kanmnsl KosHa 1 anbdbl
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Puc. 1. Tecm-pemecm. Koppeaayus mexcoy oyenkamu A, u A,

Fig. 1. Test-retest. Correlation between A, and A, scores

Kponb6axa — 111 MEX3KCIIEpTHOI 1 BHYTPEHHEl COriaco-
BaHHOCTH COOTBETCTBEHHO; W-KPUTEpUii YIIIKOKCOHA —
JUTS1 OLICHKH YYBCTBUTEILHOCTH IIKaJIbI. [10poroBbIii ypoBeHb
CTaTUCTUYECKOM 3HAYMMOCTH BO BCEX CITyJasiX COOTBETCTBO-
Bai p <0,05. Cratuctnueckasi oopadboTka JaHHBIX TTPOBO-
JIunach ¢ moMolikio mporpamMmbl SPSS Statistics 22 (IBM
Corp., CLIA).

Pe3synbrathbl

duHanbHasT PyCCKOSI3bIYHAST BEPCHS ObLIa YTBEPXKIe-
Ha Ha TTIOBTOPHOM 3acedaHUM TOocjie ITPOBEASHUS TTHJIOT-
HOTO TeCTUPOBAHMS (CM. TIPUJIOKEHHME).

IIcuxoMeTpHYecKre CBOWCTBA PYCCKOSI3bIYHOI BepCHH
mkausl NIS. Panrobiii koadduiieHT Koppesiuu Crimp-
MeHa (I) TIpY UCCTIEI0BAHUM PETECTOBOM HAIEXKHOCTH (A, —A,)
coctaBui 0,99 (p <0,001), uro moaTBEpKAAET YCTOMIMBOCTD
pyccKosi3bIuHOM Bepcuu mKanbl NIS K onibkam, cBsizaH-
HBIM C BpeMeHHBIM (hakTopoMm (puc. 1).

AHaju3 BHYTPEHHE COIIACOBAHHOCTH BBISIBUII KO3(D-
duimeHT anbdsl KpoHnbaxa (o) Ha yposHe 0,91 (p <0,001),
MOATBEPAUB €€ BHICOKOE 3HavyeHue. [1pu ucciaenoBaHumn
MEXKIKCIEPTHOM COrIacoBanHoCTH (A, —B ) KospuuueHT
karmbl Kosna (k) coorBercTBoBai 0,86 (p = 0,004), uro
CBUJIETEILCTBOBAJIO O JTOCTATOYHOM 3HAYCHUM TaHHOTO
rmapameTpa.

B paMKkax 3KCniepTHO# OLIEHKU, IIPOBEACHHOM B X0O/1¢
HCCJIEIOBAaHMS COMepPKATEbHOM BAJTMIAHOCTH, ObLI 3aUK-
cupoBaH BbIcOKUIi 6amt — 8,8 u3 10.

YyBCTBUTEILHOCTD IKAJBL. [Ipy miepBOM BU3UTE Bpaya
MeIMaHa OLIEHOK TTO IKaJte cocTaBria 41,3 [20,6—66,1] 6ai-
J1a, TIpY 3aKJTIOYUTETbHOM Bu3nTe — 36,5 [21,8—56,3] 6amta
(W-kputepuit Yunkoxkcona, p = 0,0001), yto noaTBepxK-
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Fig. 2. Dynamics of NIS score during follow-up visits

JIaeT BBICOKYIO YyBCTBUTEILHOCTD IIKaIbl NIS 1mpu onieHke
HEBPOJIOTUYECKOro cTaTyca MauueHToB (puc. 2).

INcuxomMeTpudeckue oKasaTe I PyCCKOSI3BbIMHOM Bep-
cuu wikansl NIS npeacrapiaeHs! B Ta0I. 1.

J1onoJTHUTEIBHO MPOBEIeH KOPPEISIIMOHHBIN aHAIN3
mkan y naiueHToB ¢ CJIC, KoTopblil TToKa3aja 3HaYMMO
BbICOKMI1 ypoBeHb Koppesiuuu mKai NIS ¢ INCAT u NIS
¢ MRCss.

06cyxaeHune

IIxamna NIS nmo3BossieT moagpoOHO OLIEHMBATh HEBPO-
JIOTMYECKUI CTAaTyC MAllMEHTOB C IMOJIMHEWponaTuei, mo-
CKOJIbKY BKJTIOYAET UCCIIEI0BaHKE MBIIIIEYHO CUITBI, ped)-
JIEKCOB U 1yBCTBUTEJIBHOCTH.

IMoncueT GaylJIOB OCYILIECTBISIETCS B KaXKIOM pasJiele,
Jajee U3 HUX (opMHpyeTcs 00I1as OlleHKa, KOTopast MO-
KeT UMeThb 3HaueHus oT 0 10 244 (MakcuMalibHasl CTeleHb
Jeuuuta). OTIMYUTEbHON 0COOEHHOCTHIO Kabl NIS
SIBJIIETCSI CIIOCOO OLICHKM MBIIICYHON CHIIBI, KOTOPBIi
OCHOBaH Ha 2 UCTOpUYECKUX Ioaxonax: or CoBeTa I1o Me-
JTuuuHcKuM uccienoBanusaM (Medical Research Council,
MRC) u ot knmuHuku Mbsiio (Pouectep, CIIIA). lkana
olieHKH MbleyHoit cuibl MRC co3naHa mis onpeneneHust
JBUraTeIbHbIX HAPYLIEHUIA B 6 TPYIIaX MBILLILL 10 5-0alib-
Hoii miKkaje. [Ipu 3ToM 1Kajaa KIMHUKYA M3ii0 IT03BOJIsIET
60J1ee TOAPOOHO OIICHUBATh MBIIIICUHYIO CIA00CTh, a TaK-
K€ BKJIIOYAET OIpee/ieHre HaJIuyus M BBIPaKEHHOCTH
YyBCTBUTEIBHBIX HapymeHuii [16]. KomouHanmst 2 mom-
XOJIOB ITO3BOJISIET 0OJIEE TOYHO OLICHUBATh HEBPOJIOTMIECKII

Taomuma 1. [lcuxomempuueciue nokazamenu pycckosasviHol éepcuu uikavl NIS

Table 1. Psychometric parameters of the Russian version of the NIS

Parameter Parameters elements

Evaluation method

Result

Treshold value

noKa3sareJb
p
Koppensiius no
P?r:f_Trgz 2:1(1(?1 ZA;Z) CriupMeHy >0,8 0,99 <0,001
1772 Spearman correlation
BHyTpeHHs1s1 cortaco-
Hanextocts BaHHOCTB (A,) Asba Kporbaxa >0,8 0,91 <0,001
Reliability Internal consistency (A,) P
MexakcmepTHast
COIJIACOBAaHHOCTh
Kanma Kosna
_ >
(A, Bl) . Cohen’s kappa >0,7 0,86 0,004
Interrater reliability
(Al_B])
BanuaHocTh LImEEEEL DKcnepTHas olleHKa >7/10 8.8/10
Validity BaJII/I)IHO(?T.b Expert assessment 8/
Content validity
YyBCTBUTENBHOCTS YyBCTBUTEIBHOCTD ‘W-kputepuii
Sensitivity .(A’I—A3) YHHKOKCQHa p<0,05 —4.,5 <0,0001
Sensitivity (A;—As) W-criteria
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CTaTyC W MPOCIEAUThb €70 TMHAMMKY B MPOILIECCe JICUSHMS
[11—14]. Tpamaius olieHKU MBIIIIEYHOI CUJIBI B IIKasie N1S
npencrasieHa ot 0 1o 4 6anoB, rae 4 6aaioB — Mapanuy,
a 0 — HopMa. 3HaueHue OT | 10 3 COOTBETCTBYET CHUKEHUIO
MBIIIEYHOM cHITBI Ha 25, 50, 75 %. IToMUMO LIeJTBIX YHCET
oT 1 1o 3, B mKaje NpucyTcTBYIOT 6asutel 3.25, 3.5, 3.75,
cooTBeTcTBYIOIIME 3, 2, 1 6amnam o MRC cooTBeTCTBeH-
Ho. CiieqoBaTebHO, 3HaUYeHUs OT 1 10 3 COOTBETCTBYIOT
4 mo MRC 1 11o3BoJISIIOT 60Jiee TOYHO OLIEHUTh CHUXKEHUE
MBILLIEYHOMN CHUITBI.

OlieHKa MBIIIEYHOM CUJIbI, OTIUYHAST OT MPUBBIYHOM
JIJIsI HEBpoJiora 5-0aJijIbHOM, TpeOyeT OIbITa UCITOJb30Ba-
HUS M BpPEMEHU, YTO OTpaHMYMBAET €€ NMpUMEHEHUE
B PYTUHHOH npakTukKe. OTHAKO OHAa MOXET MIPUMEHSThCS
B OTHEJICHUSIX, CIIELIMATIU3UPYIOLIXCS HA BEISHUH Tally-
€HTOB C HEPBHO-MBIIIIEYHOM MaTOJIOTUEN, B KIMHUYECKUX
1 HayYHBIX MCCIIEOBAHMSIX, a TAKXKE JJIsT OLIEHKH HEKOTOPBIX
BapuaHTOB IOJMHeWpomnaTuii B mpaktuke. Hampumep,
y nmauueHToB ¢ CJIC u puctanbHoii XBIT ona moxeT 00-
JIagaTh 0OJIbllIei YyBCTBUTENILHOCTBIO, YeM 1Kana MRC,
MOCKOJIbKY YUUTBIBACT OLICHKY AMCTaJbHBIX MBIIIIIL, BO-
BJIeYeHHUE KOTOPHIX XapaKTepHO AJis naHHbIX (hopm X BT
[22, 23]. B Hamrem ucciaenoBaHuu y 6 U3 35 malMeHTOB
¢ CJIC u pBurareabHbIM Je(ULIITOM He ObLIO UBMEHEHUI
o mkajae MRCss (60 6amioB), B To BpeMs Kak mo NIS
o01Mit 6a 66U paBeH 19 (Jierkoe CHUXKEHVE MbIILIEYHOM

CHJIBI) 3a CYET BO3MOXHOCTH OLICHKH JUCTAIBHBIX MBIIIIL]
Kucreii [8].

Dran nepeBoja IIKaJbl MPOIIeS 0e3 SBHBIX CIOXKHO-
creit. Ha 2-M aTane Baauganuu ObUIU IPOAEMOHCTPUPO-
BaHBI BEICOKAsI YyBCTBUTEIbHOCTD U HAIEKHOCTD IITKAJTBI.
Kak u B 6ojiee paHHUX MCCAEAOBAHUSAX MHOCTPAHHBIX
KOJUIET, B paboTe OBbLIM ITOKA3aHbI €€ BICOKAsT HaZesKHOCTD,
MEXX3KCITEPTHAsI COTJIACOBAHHOCTb, BAJIUIHOCTD U YCTOM-
YHBOCTb K OIIMOKaM, CBS3aHHBIM ¢ (haKTOPOM BPEMEHU
[11, 14, 24]. IlIkana NIS pekoMeHI0BaHAa K UCITOJb30Ba-
Huio B oOHoBieHHBIX Kputepusx XBIAIT EAN/PNS
ot 2021 1. [3]. CnemoBatebHO, O;1aromaps ee UCHoJIb30Ba-
HUIO TaHHBIE, TTOJIyYeHHbIC HAa POCCUICKOI BEIOOPKE, MO-
I'YT OBITh COOTHECEHBI C pe3y/IbTaTaMKi MHOCTPAHHBIX KOJI-
ner. Kojuteramu takke ObLI BBISIBJICH BBICOKUII YPOBEHB
koppensauuu NIS ¢ INCAT u MRC [24].

BbiBOAbI

Pycckosizprunast Bepeust mkanbl NIS, chopmupoBaHHast
B ITPOLIECCE JIMHTBOKY/IETYPHOM afariTalyu, ITpOoAeMOHCTPH -
poBaJla BBICOKME IT0KAa3aTeJId YyBCTBUTEILHOCTH, HAIEXK-
HOCTH U BaJIMTHOCTU. YUUTHIBAS MOJIOKUTEIBHYIO OLIEHKY
TICUXOMETPUYECKHX CBOMCTB TAaHHOM BEPCUH ILIKAJIbI, OHA
MOXET MPUMEHSThCS Y MaeHToB ¢ XBJITT 11t 00beKTHB-
HOI1 OLICHKM HEBPOJIOTMYECKOTO CTaTyca B IIPOLIECCE HAYYHO-
HCCIIeI0BATEIbCKOM WM KIIMHUTYECKOM paOOTHI.
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HepBHo-MbIlweYHbIe

BOJNIE3HH

ITlpunoxcenue

Supplement

Pycckosi3bluHag BAJMIMPOBAHHAS BePCHS HIKAJIbI CTeNeH! HeBponaTuueckux Hapymenuid (NIS)
Russian-language, validated version of the Neuropathy Impairment Score (NIS)

].[em; — IIPOBECTHU O6H.[y10 OLECHKY HEBPOIIaTUYECKOI'O Z[C(i)I/ILII/ITa, a TaKXKE OLICHKY OTAC/IbHBIX ITapaMETPOB: YEPECII-
HbI€ HEPBLI, MbILICYHAas C)'[3.60CTL, pe(bJ'[eKCbI 1 YYBCTBUTECJIbHBIC HAPYIICHMUA. HapymeHI/m BBIABJIAIOTCA ITPU HEBPO-

JIOTUYECKOM OCMOTPE, ITPU KOTOPOM ITPOBOAUTCA OLIEHKA BCEX 3TUX QJYHKHHﬁ.

BoicTaBjieHune oneHKH: UCClIe0BaTe/Ib BHICTABIISET OLECHKY BBIPa>KCHHOCTU HapymeHI/Iﬁ 10 CPAaBHEHUIO C HOPMOI B
3aBUCUMOCTHU OT ME€TOJa OI€HKU, JIOKaJIN3allun, BO3pacra, 1oJja, pocta, MacChbl T€Jjia 1 (1)H3Hq€CKOfI (I)OpMLI.

OLieHKa MbILLIEeYHOI CUbl

0 =Hopma 3,25 = gBMXKeHune c npeogoneHnem CUMbl TAXKECTA
0=normal 3.25 = movement against gravity

1= CHW>KeHue Ha 25 % 3,5 = gBMXKeHMe 6e3 NPEOAONIEHNA CUSTbI TAXKECTU
1= 259% weak 3.5 = movement, but only with gravity eliminated

2 = CHuXeHwue Ha 50 %
2 =50 % weak

3,75 = coKpalleHmne MbluL, 63 ABUKEHUSA
3.75 = muscle contraction without movement

3 = CHUXeHue Ha 75 %
3 =75 % weak

lNMpaBas cTopoHa

JleBasa ctopoHa

11213 (325] 35

3,75

213 1325]|35

375 | 4

Cranial nerves

YepenHbie Hepebl

1.l napa HepBOB
3" nerve

2.Vl napa HepBoB
6" nerve

3. CnabocTb MUMMYECKNX MbiLLILL
Facial weakness

4, CnabocCTb MbiLLL MAFKOro HEGa
Palate weakness

5. CnabocTb MblLLL A3bIKA
Tongue weakness

Cymma 6annoe e pasoderne:
Sum score:

MbolweyHas cnabocmob

Muscle weakness

6. ﬂ,blxaTeﬂbele MblILWL bl
Respiratory muscles

7. CrnbaHwve wen
Neck flexion

8. OTBeneHe nneyva
Shoulder abduction

9. CrnbaHue B TOKTEBOM CyCTaBe
Elbow flexion

10. MNneyenyyeBan MbiliLa
Brachioradialis muscle

11. PasrnbaHvie B IOKTEBOM CyCTaBe
Elbow extension

12. CrmbaHme 3ansacTbA
Wrist flexion

13. PasrnbanHue 3ansactbs
Wrist extension
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14. CrnbaHwve nanbLeB pyK
Finger flexion

15. Pa3BegeHue nanbLues pyK
Finger spread

16. OTBeaeHne 60bLLIOro NanbLa
Thumb abduction

Cymma 6annoe e pasdene:
Sum score:

17. CrnbaHue 6egpa
Hip flexion

18. PasrnbaHue begpa
Hip extension

19. CrnbaHne B KONIEHHOM CyCTaBe
Knee flexion

20. Pa3rnbaHuvie B KONEHHOM CyCTaBe
Knee extension

21. TbinbHOE crubaHue cTonbl
Ankle dorsi flexors

22. MNopowBeHHOE crnbaHne cTonbl
Ankle plantar flexors

23. PasrubaHue nanbues HOT
Toe extensor

24. CrmbaHue nanbLeB HOr
Toe flexors

Cymma 6annoe e pasoene:
Sum score:

[MamuentaMm B Bo3pacte 50—69 JieT mpu BbISIBJICHUM CHIKEHUST aXUJUIOBBIX pediiekcoB craButcs 0 6aioB, Ipu X
otcyretBud — 1 6ajur. [TamumenTtam B Bo3pacte ctapiie 70 JIeT IIpH OTCYTCTBHM aXWLIOBBIX pedekcoB ctaBuTcs () 0a/U10B.

OueHKa pednekcos

0 = Hopma; 1 = CHUXeHNe; 2 = OTCYTCTBMNE

0 =normal; 1 = decreased; 2 = absent
MpaBas cTopoHa JleBas ctopoHa
Pednekcobl
— 0 1 2 - 0 1 2

25. C 6uuenca nneva

Biceps brachii
26. C Tpuuenca nieva

Triceps brachii

27.C nneyenyyeBou MbiLLbl
Brachioradialis

28. C kBagpuuenca 6egpa
Quadriceps femoris

29. Axunnos pednekc
Triceps surae

Cymma 6annoe e pasoene:
Sum score:

OlieHKa TaKTUJILHOM, 0071€BOI ¥ BUOPALIMOHHOM YyBCTBUTEILHOCTH ITPOBOAMTCS Ha ThUTbHOM CTOPOHE JUCTAIBHOM
(hayaHT! yKa3aTeIbHOIO MaJIblia PYKHU M OOJIBIIIOTO IajIblia HOTH B 00JIACTH OKOJIOHOTTEBOTO BayIMKa. TaKTUIbHAS YyB-
CTBUTEIBHOCTb OLIEHUBAETCS MPY MTOMOILIU MPUKOCHOBEHUSI IJTMHHBIM BOJIOKHOM BaThl, 00JI€Bast 4yBCTBUTEJIBHOCTb — MPU
IMOMOIIM YKOJa urioi. OleHKa BUOPALIMOHHON YYBCTBUTEIBHOCTH IPOBOIUTCS C MOMOIIBIO KamepToHa 165 Tix
¢ npotuBoBecoM (V. Mueller, Yukaro, mmHa 24 cM, BBIIIOJIHEH U3 IIPYTKOBOI 3aroToBKU (pasmep 1,27 x 3,175 cm)).
OlieHKa CyCTaBHOT'O YYBCTBA IIPOBOAMUTCS IIPU COBEPIICHUM IBUKEHMS TUCTAJIbHON (pajaHTU yKa3aTeJIbHOIO MaIblia
PYKM U 60JIBIIOTO MaJiblia HOTH.
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HepBHo-mbiweyHbie 5OJIE3HH

OueHKa YyBCTBUTEJIbHOCTU

0 = HOpMa; 1 = CHUXeHUe; 2 = OTCYTCTBUE
0 =normal; 1 = decreased; 2 = absent

TOM 14

lNMpaBas cTopoHa JleBas cTOpoHa

YyecmeumenbHOCM®b - yKazamesbHbll naney pyku
Sensation - index finger of the hand

30. TakTunbHasnA
Touch pressure

31. boneas
Pin-prick

32. BubpaumoHHas
Vibration

33. CycTaBHO-MbILLIEYHOE YYBCTBO
Joint position

YyecmeumenbHocmeo - Gonbuioli naney Hoau
Sensation - great toe

34. TakTunbHasn
Touch pressure

35. boneBas
Pin-prick

36. BubpauymoHHas
Vibration

37. CycTaBHO-MbILLIEYHOE YYBCTBO
Joint position

Cymma 6annoe e pasodene:
Sum score:

Wmoezoeas cymma 6annos:
Final sum score:

—_
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BpemeHHOM npopunb aKTUBALUN CUCTEMDI
3epKanbHbIX HEUPOHOB NPU HabnAECHUY

3a ABMXXeHueM. UccnepoBaHue NpuU NOMOLLY
TPAHCKPAHUANIbHOU MAarHUTHOWU CTUMYNALUU

K. Huero-/loBaan!, A.A. Parumosal-2, A.O. Bsasbmun!, O. 1. Illesuos!, M. ®eyppal
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2PI'BHY «Hayunwiii yenmp nesponoeuu»; Poccus, 125367 Mockea, Boaokosamckoe uiocce, 80

KoHTaKThI:

AiiHyp AnureiipaposHa Parumosa ragimovaasia@gmail.com

BeepeHue. Cuctema 3epkanbHbix HelipoHoB (C3H) urpaet kntoyeByto ponb B CBA3bIBAHUM BOCNPUATUA AENCTBUIA C UX Bbl-
NoJHEHWEM, aKTUBUPYACH KaK NPpW HABNIOAEHNH, TaK U NPU BbINONHEHUM AeiicTBUIA. HecMOTpsA Ha 0BLWIMPHbIE UCCNe0BaHuS,
nocesweHHble hyHKUMOHANbHbIM ponam C3H, BpemeHHas guHamuka aktuBaumu C3H y niogeit ocTaeTcs HeAOCTAaTOuHO
U3y4eHHOMN.

Llenb nccnepoBaHus — n3mepeHue BpeMeHHOro npoduns aktusHocTu C3H B npouecce HabntoaeHUA 3a BUKEHUAMM pyK
C UCNONb30BaHWEM TPAHCKPAHWUANbHOM MarHUTHOM CTUMYNALMK Ha Pa3NnyHbIX BpeMeHHbIX uHTepBanax (0, 320, 640, 1000,
1320, 1640 Mc oT Hayana AEMOHCTPUPYEMOTO [IBUKEHNUSA, BPEMEHHbIe Auana3oHsl o1 1000 fo 1640 Mc cOOTBETCTBYIOT
BpeMeHHOMY NPOMEXYTKY NOC/e OKOHYAHWUA ABUXKEHUA).

Marepuansl u meToAbl. [lBaALaTh y4acTHUKOB-NpPaBLUel y4acTBOBaAM B IKCNEPUMEHTE C UCMNONb30BaHWEM HENPOHaBH-
rauMOHHOMN TPAaHCKPAHUANbHO! MarHUTHON CTUMYNALWK C BO3AEHCTBUEM HA NIEBYIO NEPBUYHYI0O MOTOPHYIO KOPY BO BpeMs
HabnofeHNs 3a ABUXEHUAMU PyK. Bbi3BaHHbIE MOTOPHbIE OTBETHI PETMCTPUPOBANUCH C NEPBOI AOPCANbHON MEXKOCTHOM
MbILLLbI U MbILILbI, OTBOASALLEN MU3NHEL, B Pa3Hble MOMEHTbI OTHOCUTENbHO Hayana ABMKEHUS.

Pe3ynbtathl. BoisBneHo 3-CTOpoHHee B3aMMOAeiiCTBIE MEXAY TUMOM BUXKEHNSA, MblliLeil 1 BpemeHeM. Cneumndunyeckune
MbILIEYHbIE OTBETbl U MEXMbILEYHbIe Pa3ANymng CTAHOBUANCH ABHBIMU Ha 640 MC 1 COXPAHANUCH B NEPUOJ, NOCAE OKOH-
YaHus aBWxeHus (1000, 1320, 1640 mc). B yacTHOCTY, NOBbILEHHAA aKTUBALMSA HABNIOAANACh B MbIWLAX, aCCOLUUPOBAH-
HbIX C BOCMpPOU3BEfeHNeM HAbNIO[AeMOr0 Ha 3KpaHe 1eiCTBUSA, TOTAA KaK MbllLibl, He CBA3aHHbIE C BbINONHAEMbIM [BU-
XeHWeM, AEMOHCTPUPOBANU CHUKEHHbIE YPOBHU aKTUBALMU, KOTOPblE CTAHOBUAUCH G0/ee BbIPAXEHHBIMU C TEYEHUEM
BpeMeH M.

BbiBOAbI. 3T pe3ynbTaThl PAcKPbIBAIOT CIOXHOE BO3OyXAalole-TopMo3Hoe B3aumogeiicteue B C3H, HanomuHalowee
MOTOPHOE OKpyXKaloliee TOpMOXeHue. PaclumpeHHas BpemeHHas aktueHocTb C3H npepnonaraer ux ponb B 06paboTke
nocne 3aBepleHuns AeicTBuA. ITo UcCnef0BaHME NPELOCTaBNAET HOBble AaHHbIe 0 BpeMeHHON auHamuke C3H v noa-
YepKMBaAeT ee 3HayeHue ANs CTpaTernii MOTOpHOI peabunutauun. HeobxoanMbl AanbHeliwme UCCNefoBaHUA LS U3yye-
HUA akTUBHOCTM C3H Ha 6onee AANUTENbHBIX BPEMEHHBIX OTPe3Kax.

KnioueBbie cnoBa: 3epKanbHble HeﬁpOHbI, TPpaHCKpaHuanbHaa MarHnuTHasa CTUMynauna, MOTOpHOe TOpMOXKeHne

Ina untupoBanua: Hueto-flosansb K., Parumosa A.A., Bazemun A.0. u ap. BpemeHHo npodunb akTMBauum cuctemsl
3epKanbHbIX HePOHOB Npu HabnAeHUN 33 ABMXEHUeM. ccnenoBaHue nNpu NoMoLWM TPAHCKPaHWaNbHON MarHUTHOM
cTumynauuu. HepBHo-MblweyHble 60ne3Hn 2024;14(4):40-50.

DOI: https://doi.org/10.17650/2222-8721-2024-14-4-40-50

Temporal characteristics of the human mirror neuron system. Research using transcranial
magnetic stimulation

K. Nieto-Doval', A.A. Ragimova® 2, A.0. Vyazmin!, O.1. Shevtsov', M. Feurra’

ICentre for Cognition and Decision making, Institute for Cognitive Neuroscience, National Research University “Higher School
of Economics”; 20 Myasnitskaya St., Moscow 101000, Russia;
2Research Center of Neurology; 80 Volokolamskoe Shosse, Moscow 125367, Russia


https://creativecommons.org/licenses/by/4.0/

HepBHo-mbiweyHbie 5OJIE3HH

Opueunanvhsie uccaedosanus | Original reports

Contacts:

Aynur Aligeydarovna Ragimova ragimovaasia@gmail.com

Background. Mirror neurons (MN) are integral to linking the perception of actions with their execution, activating
during both action observation and execution. While extensive research has elucidated their functional roles,
the temporal dynamics of MN responses in humans remain insufficiently understood.

Aim. To investigate the temporal profile of MN activity during hand movement observation using transcranial magnetic
stimulation at at different time intervals (0, 320, 640, 1000, 1320, 1640 ms from the beginning of the demonstrated
movement, time ranges from 1000 to 1640 ms correspond to the time interval after the end of the movement).
Materials and methods. Twenty right-handed participants underwent neuronavigated transcranial magnetic stimulation
targeting the left primary motor cortex during the observation of hand movements. Motor evoked potentials were recorded
from the first dorsal interosseous and abductor digiti minimi muscles at various time points relative to movement onset.
Results. A three-way interaction between movement type, muscle, and time was observed. Muscle-specific responses
and intermuscular differences became prominent at 640 ms, extending into post-movement periods (1000, 1320, 1640 ms).
Notably, excitatory responses were seen in muscles corresponding to the observed action, while unrelated muscles
exhibited inhibitory patterns, intensifying over time.

Conclusion. These findings reveal a complex excitatory-inhibitory interplay in the MN system, resembling motor surround
inhibition. The extended temporal activity of MN suggests their role in processing action completion and potential
outcomes. This study provides novel insights into MN dynamics and underscores the relevance of these mechanisms
for motor rehabilitation strategies. Further research is required to explore MN activity at extended time points.

Keywords: mirror neurons, transcranial magnetic stimulation, motor inhibition
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BBepeHue

OTKpBITHE (heHOMEHA 3epKaIbHbIX HEPOHOB BbI3Ba-
JIO 3HAYUTENIbHBI MHTEPEC Y MPUBEJIO K MHOTOUUCIEHHBIM
HUCCEOBAHUAM UX MPOMCXOXACHUS U OCOOCHHOCTEM
dyHkumoHupoBaHus. CructeMa 3epKajJbHbIX HEMPOHOB
(C3H) akTuBHMpyeTcs Kak MpU HaOJIOAeHUHU, TaK U TIpU
BbINOJIHEHUM neiicTBuit. C3H Obl1a naeHTUhUIIMPOBaHa
KaK KJIIOYEBOW HEUPOHHBI MEXAHU3M, CBA3BIBAIOLIUI
BOCIIPUSITHE U BBITMIOJIHEHUE JEHCTBUI, CITIOCOOCTBYIOIINIA
00y4YeHUI0 yepes MoJpaxaHue y Jroaeit U MTOHUMaHUIO
neiicTBuii y XkuBOTHBIX [1]. C3H ¢yHKLMOHUpYET myTeM
MpeoOpa3oBaHMs HAOMIOMAEMbIX NEUCTBUI B «MOTOPHBIN
KOJI», TIO3BOJISIST JIETKO MEPEBOIUTh BU3YATbHYIO MH(OpMa-
LIMIO B COOTBETCTBYIOIIYI0 MOTOPHYIO aKTUBHOCTH [2, 3].
CoBpeMeHHbIe METONIbl BU3yalu3alluu, Take Kak (hyHK-
LIMOHAJIbHASI MATHUTHO-PE30HaHCHas ToMorpadusi U MUHTpa-
KpaHUaJIbHble Helipodu3noIornieckue 3armmicK y 00e3bsiH,
BBISIBUINA aKTUBHOCTD 3¢pKaJIbHBIX HEMPOHOB B OMPeAe/IeH-
HBIX 00J1aCTSIX MO3Ta, B YACTHOCTU B BEHTPAIbHOI MPEeMO-
TopHOI Kope (06macth F5 y 00e3bsH) 1 HUXKHE TeMEHHOI
none [1, 4, 5]. Y ntoneit HeMHBa3WBHBIE METOIbLI CTUMYJISI-
LIMM MO3ra, 0COOEHHO TpaHCKpaHUaIbHAsl MATHUTHASI CTH-
myssitust (TMC), chirpaiv KIIIOYEBYIO POJib B U3y4eHUU
C3H. TMC no3BosisieT TOUHO BO3/IEHCTBOBATh HA CEHCOMO-
TOpHBbIE 00JJaCTH KOPbI, BbI3bIBAsI U3MEPUMbBIEC PEaKIIuu,
TaKue KakK BBI3BaHHBIN MOTOpHBIN oTBeT (BMO) [6—8].

ITpumenenune TMC nnsg uccnegoanusi C3H 3Haum-
TEJIbHO YIITyOWJIO Hallle TOHMMaHWe PaboThl 3THX HEUPOHOB
y YyeJioBeKa Mpy HaOMIoIeHUH 3a neicTBusiMu. Mccienopa-
HUS BBISIBWIM KJTtoueBble acnekThl 11 C3H, takue kak
MbIIIeYHast crieubudHoCcTh [9], poib Habmonatens [10],

BJIMSTHUE TUIIA CTUMYJIOB U UX OPMEHTAIlMU B IPOCTPaH-
ctBe [11]. KpoMe Toro, ObLIM BBISIBJCHBI pa3inuus B ak-
TUBALMX MOTOPHOI KOPHI IpY HAOIIOAEHUY 1IeJIeHapaB-
JIEHHBIX U HeleJIeOPUEeHTUPOBAHHBIX AcicTBUil [12].
HanbHeii1me uccienoBaHus yCTaHOBUJIU CBSI3b aKTUBALIMN
C3H ¢ aMOLIMOHAIbHBIMU CTUMYJIAMM: KaK MOJOXUTEIb-
HO, TaK M OTpUIIATeJIbHO OLICHEHHbIE CTUMYJIBI CITIOCO0-
ctBytoT aktuBauuu C3H [13]. I[ToMmumo 3Toro paspado-
TaHHbIe TTpoTokoabl TMC, HalpaB/ieHHbIE Ha YCUJICHUE
aktuBHOCTM C3H, OTKpBIBaIOT HOBBIE MEPCIIEKTUBBI IS
pa3paboTKX METOJOB JIeYeHUS 1e(PUIIUTOB COLIMATbHOTO
no3HaHus [ 14].

3epKanabHble HEUPOHBI TPEACTABIISIIOT COOOM BaxKHYIO
YacTh CJI0XKHON HEPOHHOU CEeTH MO3ra, 1 JII00ble U3Me-
HeHMs B paboTe 3TOM CeTU MOTYT 0Ka3aTb 3HAYUTEJIbHOE
BO3IEeHCTBUE HA X (DYHKIIMOHAJILHOCTh. Harpumep, Takue
rncuxyaTpuueckue 3adoneBaHus1, Kak oumnoJsipHoe apdek-
TUBHOE PacCCTPONCTBO, IIM30MDPEHMSI, PACCTPOICTBA ayTH -
CTUYECKOTO CIIEKTPa, a TAaKXe MOrpaHUYHOE PaCCTPONUCTBO
JIMYHOCTU, MOTYT HapyuiaTh ¢pyHKunoHupoBanue C3H
[15—20]. BaxHbiM HampaBieHUeM HUCCIeI0BaHUN CTaJlo
W3y4YeHUE BJIMSHUS HEBPOJIOTMYECKUX PACCTPOMCTB Ha
C3H, ocobeHHO B aclekTe pacrio3HaBaHMs aMoLuii [21].
Tak, y maniieHTOB C JISTKUMU KOTHUTUBHBIMU HapYIIIEHM -
sIMU HaOJTronaeTcs AebUIIMT B paclio3HaBAaHUM HETaTUBHBIX
SMOLMI, UTO TToATBepKAaeT 3HaunumMocTh C3H B nmpouec-
cax 3MOLIMOHaIbHOI 00paboTKu. B ciryyae Takux 3abose-
BaHUIi, Kak 00Je3Hb [TapkuHcoHa 1 00J1e3Hb [EHTUHITO-
Ha, BBISBJEHA KOPPENSLUS MEXIY CIOCOOHOCTHIO
pacrno3HaBaTh 3MOLIMU U MIPOTPeCcCUpPOBaHEM OOJIE3HHU,
yTo nomuepkuBaet BiusiHue C3H Ha 3TOT acnekT. AHaJIo-
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TMYHbIC TaHHBIE OBUIM ITOJIyYeHBI IIPU UCCICIOBAaHUM T1a-
LIMEHTOB C PacCEeIHHBIM CKJIEPO30M, ¥ KOTOPBIX TaKXKe
HaO0JIIOIAI0TCST HAPYIIIEHUS B pacliO3HaBaHWU SMOLIMIA, YTO
JIOTIOJTHUTEJIBHO paciiupsieT nonnManue poiu C3H B aMo-
LIMOHAJIbHBIX Mpolieccax [22].

TepaneBTuyecKre MOAXOAbI, OCHOBAHHBIC HA UCIIONb-
30BaHUM 3epKaabHbIX HelipoHoB (TTI3H), momyyuaum mu-
pPOKOE€ pacnpocTpaHeHHWE B peabWIMTallMy MallieHTOB
C Pa3TMUYHBIMUI HEBPOJIOTMUECKIMU paccTporicTBaMu [23—25].
Psin ucciienoBaHuii, B TOM 4ucjie paHIOMU3UPOBAaHHBIC
KOHTPOJIMPYEMBIC UCCIICIOBAHMSI, ITOKA3aI1 3HAYMTEIBHOE
yJIy4llIeHEe MOTOPHBIX (DYHKIIMI IMMOCJIe MPUMEHEHUs
TII3H, npuyeM NoJ0XUTEIbHBIC Pe3YIbTaThl COXPaHSIIOT-
cs 1o 5 Mec [26, 27]. UcnionbzoBanre TMC B coueTaHUM
¢ TTI3H u ¢pusnyeckumu ynpakHeHUSIMU TaKXKe TeMOH-
CTPUPYET MOJIOXKUTETbHOE BJIMSIHYE Ha BO30YIMMOCTh KOP-
TUKOMOTOPHBIX 30H [28]. Bonee Toro, pe3yasraThl Heitpo-
BU3YaJIM3ALIMOHHBIX MCCIEeIOBAaHUI MOKa3bIBalOT, YTO
TII3H cnocoOcTByeT KOPTUKAJbHONM peopraHu3aluu
Y CTUMYJIPYET HEHPOILIaCTUYHOCTh Y MAlleHTOB, Iepe-
HECIIMX MHCYJBT [29—31].

st maeHToB ¢ 60s1e3HbI0 [TapKuHCOHA TTpUMEHe-
Hue TTI3H npuseso K yaydieHUIo OX0AKU U CHUXKEHUIO
BbIpaXKeHHOCTH OpanukuHe3uu [32]. Takke ObLT OTMEUEH
YMEHBILIEHHBIN 3(PPEeKT «3aMep3aHUsT» BO BpeMsl XOIbObI
y TTALIMEHTOB, KOTOPhIe HA0II01aIn BUACO3aIIMCH aHaJIO-
rMYHBIX ABukeHuit [33]. MccnenpoBaHust AeMOHCTPUPYIOT
B3aMMOCBSI3b MexXay pyHKkunoHupoBanuemM C3H u mo-
(baMuHEpPruvecKoil CUCTEMOI Y MAIlMEHTOB ¢ 00JIE3HBIO
IMapkuHCcOHa, 0COOEHHO B IIEPUOIBI, KOTIa OHU HAXOISIT-
Cs1 BO «BKJIIOYEHHOM» COCTOSIHMU J0(GaMUHEPTUIECKOI
tepanuu [34]. bonee Toro, y naiueHToB ¢ 60se3Hb10 [1ap-
KWHCOHA OOHapykeHo crenuduyeckoe BiausHue TII3H
Ha IBVDKCHUS IJ1a3 TIpY HaOJTIIOIEHUM 3a HeTIPeICKa3yeMbl -
MM IBUXKEHMSIMU, YTO OTIMYAET UX PEaKIUIO OT TAKOBOM
MalMEeHTOB KOHTPOJIbHOM IpymIibl [35].

JlonoHUTEIbHBIC UCCIIEIOBaHMS IIOATBEPXKIAIOT 3D~
¢extuBHOCTh TII3H B peabunuranuu nereit ¢ AeTCKUM
1iepeOpaIbHBIM MMapaJMioM, a TAaKXKe B YIYYIIEHUH KOT-
HUTUBHBIX (PYHKILIMIA Y TTALIUEHTOB ¢ 00JIe3HbIO AJTbLITEl-
Mepa ¥ paHHUM KOTHUTUBHBIM CHUKeHueM [36, 37]. He-
CMOTpPSI Ha 3HAYUTEJIbHBIC YCIIEXU, HEOOXOAMMOCTH
JanbHeimux uccaenoBanuii poau TII3H B HeBposoruye-
CKOI1 peaduIuTalMm ocTaeTcs akTyaibHoit. O630p J. Plata-
Bello moguepkuBaeT BaXXHOCTh y4eTa METOMOJIOTMICCKUX
pa3IMYMiA, TAKKUX KaK IIPOIOJIKUTEIbHOCTD TePAIliy 1 BbI-
0op ynpaxkHeHuit, s 3¢ dekruBHoro npumeHenuss TII3H
B JICYCHUU HEBPOJIOTUUYECKUX PACCTPOMCTB [23].

HecMmotpst Ha 3HaYUTENIbHBIC JOCTYKEHUS, OTIpE/Ie-
JICHHBIC aCIeKThl (PYHKIIMU 3epKaJIbHBIX HEIIPOHOB y Ye-
JIOBEKa OCTalOTCsI HEM3BECTHBIMU, OCOOEHHO B OTHOILIEHUH
ONTUMAILHOTO BpeMeHU cTumyasiuu TMC nepBuyHOit
MOTOpHOI Kopbl (M1) 1 u3MeHeHusI BO BpeMEHU OTBETa
C3H. Hacrosiiiee ucciaenoBaHue HarpaBieHO Ha U3y4eHre
9TUX acnekToB nyreM TMC cTUMyISIUUU B pa3InyHOe
BpeMsT HaOJIIOACHUSI 3a IBMKEHUSIMUA. MBI IIPOBEJIN 3KC-

TMEepUMEHT, UCITOJIb3Yys 2 ONMHAKOBBIX BUJEO C MTOCICIYIO-
UMM CTaTUYECKUMU U300paXeHUSIMU 3aBEPIIEHHOTO
IBUXeHus, ¢ npuMeHeHueM TMC B pa3Hble MOMEHTHI
BpeMeHM. B pamkax maHHO# pa®OThI MbI MCIOJIb30BAIU
YK€ TIPUMEHSBIINEC B IPYTUX UCCIENOBAHUAX BpEMEHa
CTUMYJISILIUA OTHOCUTEIBLHO Havasla MBUXKEHMUS, OXBaThI-
Baromue qramnas3oH ot 0 go 640 mc [7, 38—40], 1 pacmm-
PWIY 3TOT BpEMEHHOM OTPE30K, BKIIOYUB CTUMYJISILIUAIO OT
1000 o 1640 Mc oT Hayaja ABMXXEHUSI, paccMaTpuBasi
JaHHbIE MPeNCTaBIeHUs KaK HeMPEePbhIBHYI0O BPEMEHHYIO
JIMHUIO 3€PKaJIbHOTO OTBETA.

braromapst UCMoOIb30BaHUIO PACIIMPEHHON BpeMEHHOM
LIKAJIBl CTUMYJIALUN JAHHBIA IU3aiiH MO3BOJISET BBITU
3a Mpeneibl OOUIETPUHSTHIX B JUTEPaType BPEeMEHHBIX
pamok 111 TMC, KoTopble 00bIYHO OIPaHUYMBATUCH T1€-
puogoM oT 0 no 640 Mc ¢ MOMEHTa Havayla JIBVXKCHUS
U GUKCUPOBAIM CIEUU(PUUIECKYI0 MOAYJISILIMIO MBIIIILL
ToJibKo Tociie 200 mc [7, 38—40].

M3zyuas da3bl nBUKEHMST OT Havasla A0 3aBEPIICHUS
M TIOCTCTUMYJIbHYI0 (pady ¢ ucrojb3zoBaHueM TMC, Mbl
CTPEMUJIUCH 3a1eCTBOBATh O0Jiee BLICOKKE YPOBHU 00pa-
00TKM MH(MOPMALIUY O IBWKEHUU. DTOT ITOAX0A 00eceun-
BaeT yIIyOJIeHHOE MTOHUMaHYe BpeMEeHHON IMHAMUKU MO-
TOPHOT'O OTBETAa BO BpeMs HAOJIOAEHMS 3a NEUCTBUSIMU,
npenarasi BcectopoHHee monuManue C3H.

Ieab MccaenoBaHus — U3MEpEeHUE BpEMEHHOTO Ipo-
¢uns aktuBHocTr C3H B npouecce HaOMIOEHUS 32 JBU-
KEHUSIMU pYK ¢ ucnojb3oBaHueM TMC Ha pas3iuuHBIX
BpeMeHHbBIX MHTepBaiax (0, 320, 640, 1000, 1320, 1640 mc
OT Hayajla IeMOHCTPUPYEMOIO JBMXKEHUSI, BpEMEHHbIE
muana3oHsl oT 1000 1o 1640 MC COOTBETCTBYIOT BpeMEHHOMY
MPOMEXYTKY I10CJIe OKOHYAHUSI IBVKEHUS).

Martepuanbi u metopbl

HcnbiTyemble. B mcciaenoBaHuM MPUHSIIN y4acTHe
20 mmpaBieit (13 Hux 13 xeH1uH) B Bo3pacte oT 20 10 32 1eT
(cpennuii Bo3pact — 27,1 roga). Bce yuacTHUKM He UMeTd
JIMYHOM WJIM CEMEMHOM MCTOPUU HEBPOJIOTMYECKUX WU
TICUXUATPUIECKUX 3a00JIeBaHUI 1 BO3ICPKUBAIUCH OT ITPH-
€Ma aJIKOroJjist 3a 2 CYyT 0 3KCIepUMEHTa U KoderHa He
MeHee YeM 3a 4 4 1o Kaxk1mol ceccuu. Bee yuacTHUKM Jaiu
MHOOPMUPOBAaHHOE MMMCHbMEHHOE COIIACKE W TTOJYIMIN
(uHaHcoByI0 KoMITeHcaluo. MccienoBaHue COOTBETCTBO-
BaJIO STUYECKUM MPUHIIUIIAM XeTbCMHKCKOM AeKIapaun
1 OBbLJIO 0TOOPEHO ATUYECKUM KoMuTeToM HarpoHanbHOTro
HCCIeNOBaTeIbCKOTO YHUBEpCUTeTa «BhIcias 1KoJjia 3K0-
HOMUKHW» B MockBe. Bo BpeMsi 3KCIIepMMEeHTa y4aCTHUKKI
CUZIEIM B Kpeciie, ¢ paccaabIeHHOM IpaBoii pyKo# 1 Tiep-
TIEHAVKY/ISIPHOM K 3KpaHy NPe3eHTaIlMM, KaXKIbIA UCTIBITYe-
MBIA TTOJTyYMJT PEKOMEHIAIINIO HE IBUTAaTh PyKaMMu.

IIporokoa TMC. MellieuHble MOTeHLMAJbI ASHCTBUS
HCIIOJIb30BaJIMCh KaK OCHOBHOM ITOKa3aTellb AJIs1 OLICHKH!
aKTUBHOCTH MBI, Bbi3BaHHON TMC KOpTUKOCTTMHATb-
HOTO TpaKTa, HallpaBJICHHOM Ha 30HbI, MPEACTABIISIOIINE
HCCIIeAyeMble MBIIILBI B IEPBUYHOI MOTOpHOI Kope (M1),
Takke u3BecTHble Kak BMO.
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HaBurupyemast TMC 0Obl1a mpuMeHeHa Haj JieBoii M1
¢ ucnoyb3oBaHueM ctumyasitopa MagPro X100 (MagVen-
ture, Jlanusg) ¢ MHIYKIIMOHHOM KaTymkoi thmna C-B60.
ABToMaruueckasi cuctema HelpoHaBurauuu (Localite
TMS Navigator, Localite GmbH, [epmanust) obecnieunBaa
HaBUTALIIO HA OCHOBE MHAMBUAYAIBHBIX MAarHUTHO-PE30-
HaHCHBIX CKaHOB, 00eCITeurBasi TOYHOE MO3ULIMOHUPOBAHUE
karymku. [Tocje pydHoro onpeneaeHust ONTUMAaIbHOM 30HbI
CTUMYJISLIVIM C UCTIOJIb30BaHMeM Katyiiku C-B60 oHa 6bu1a
3aMeHeHa Ha MHAYKUIMOHHYIO0 KaTylky C-B85, mpukperuieH-
Hyto K cucteMe Axilum TMS Cobot System (Brainbox Ltd,
BemikoOputanust), ¢ COXpaHEHHUEM TOM XKe CECCUM HelpoHa-
BUTALIMY ¥ TIO3ULIMM ONITUMAJTbHOM 30HBI CTUMYJIsIn. Ka-
TYIIIKa pacrioiarajach TAHTEHIIMAIBHO Yeperry Ha KoXe To-
JIOBBI, C pYKOSITKOM TO[I, YIJIOM 45°0T CpeiHelt caruTTabHOM
OCH, HamnpaBJIeHHOM Ha3a 1 B cTopoHy. [Topor mokost (rMT)
ONPEIETISUICS C TIOMOIIIBIO ITOIIATOBO IIPOLICIYPHI, BBISIBIISS
MUHUMAJIbHYIO MHTEHCUBHOCTD CTUMYJISILIVIM, BBI3BIBAIOIILYIO
BMO ¢ ammmutynoit He MeHee 50 MkB B 50 % citydaes [41].
WHreHcuBHOCTSD Aj151 omHOoMMITY IbcHOM TMC BO Bpemst aKc-
MepYMEHTAIbHbIX 3alaHMil ObUla YCTAaHOBJEHA HA YPOBHE
110 % ot rtMT neBoro nosnymiapusi (oMuHUpYIo1ero). ITo-
BEPXHOCTHasI 3JIEKTpoMUOrpadrudeckast akTHBHOCTb 3aIUChI-
BaJiach C MEPBOI ThIIbHON MEKKOCTHOM MbILILHI (first dorsal
interosseous, FDI) u abmyktopa MusuHua (abductor digiti
minimi, ADM) nipaBoii pyK1 ¢ UCITOJTb30BaHUEM OTHOPA30BbIX
knestinuxcs anekTponos (EB Neuro S.p.A., Utamus) u ycu-
smrenst BrainAmp DC (Brain Products GmbH, Iepmanust)
(4acrota guckperusanuu — 5 kIir).

3ajanue ¥ NPOTOKOJI CTUMYJISAIMHU. YIaCTHUKM CUICIIN
nepe 5KpaHoM Il TIpOBeJeHUsT 0a30BBIX M3MEPEHUI
M BBITIOJTHEHMSI OCHOBHOM 3a1aun. Bo Bpemsi coopa 6a30BBIX
JaHHBIX ObLTO 3aperucTpupoBaHo 27 BMO, B To BpeMst Kak
YYaCTHUKU HaOIIodaId YePHBIN 3KpaH ¢ OeJIbIM KPeCTOM
U1 hrKcaluu B3rsiaa. s obecreyeHus: HaaesxxHoro 6a-
30BOT0 YPOBHS, HEOOXOAMMOTO JUISI HOPMaJIM3alliK TaH-
HBIX, MBI pelnyii coopatb 27 BMO, 4To COOTBETCTBYET
50 % ot 0o0lero KOJMYeCcTBa MCIBITAHWM UIST KaXIOTro
JBYDKEHUS (yKa3aTeIbHbIH Tajiel], MU3WHEL TN HeTpasib-
HOE IoJIoXeHue pyku) 1 Ha 50 % GoJibliie, 4eM B YCIOBUSIX
OMMHOYHOM CTUMYJISIIY (KaxKI0e BpeMsI CTUMYJISILIAN TSI
Kaxpnoro mpmxkenwst: 0, 320, 640, 1000, 1320, 1640 mc).
OCHOBHBIE 3aIaHUsT BKJIFOUAJIU 2 YCIOBMSI: BUAEO U TIOCT-
Buzaeo (puc. 1, 2).

B ycnoBuu «Bumeo» Kaxnoe UCIbITAHWE HAYMHAIOCh
¢ IEMOHCTpAIU Oe10T0 (PUKCUPYIOIIETO KPecTa Ha Yep-
HOM 3KpaHe B TeueHue 1500 Mc. 3aTeM Mmoka3sbiBajach
CTaTUYHAs pyKa B HEUTpaJIbHOM IIOJIOXKEHUU B TCUCHUE
caydaitHoro niepuozaa 800, 1600 vmm 2400 Mc, 9TOOBI U3~
06exXaThb IMPEeACKa3yeMOCTH. 3aTeM JIeMOHCTPUPOBAIOCH
BMIICO C ABVDKEHUEM PYKU (YKa3aTeJIbHBIN Tajiell, MU3UHEL]
WA HEUTpaJIbHOE TTOJIOKEHNE) U3 HEUTPaJIbHOTO I10JI0-
xkeHus B TeueHue 1000 mc. Umnyascsl TMC nogaBanuch
Ha 0, 320 win 640 MCc ¢ MOMeHTa Hayajla IBUXKEHHUS,
B CJlydyailHOM mopsiike B TedeHue 54 ucnbiTanuil. [locie
JBIDKEHWST (DMHATTBHAS TTO3ULIMSI PYKM OTOOpaskanach Kak CTa-
TUYHOE n3o0paxkeHue B TedeHue 1000 Mc, 1 Kaxkaoe UCTIbITa-
HME 3aKaHYMBAJIOCh YePHBIM 3KpaHoM B TeueHue 1500 mc.

Bo Bpema aBmxeHna /
During the movement

1000 mc / ms

OuKCaLMoHHbIN KpecT /
Fixation cross

[lo Hauana aBuKeHNa /
Before the movement

2500 mc / ms 800, 1600, 2400 mc / ms

Mocne 3aBepLueHns ABINKEHUA /
After the movement

1000 mc / ms

YepHblii 3KkpaH /
Black screen

1000 mc / ms

0,320, 640 mc/ ms

Puc. 1. Yeaosue «Budeo»: modarbHocms npedcmagaeHuss ¢ UCHOAb308AHUEM BUOCO NOAHO20 OBUNCEHUS, ¢ MPAHCKPAHUANbHOU MACHUMHOU cmumyasyuei

C Ha4aaa npe3eHmayuu cmumynoe deudicenus

Fig. 1. Video Condition: presentation modality using videos of the full movements, with transcranial magnetic stimulation from the onset of the movement

stimuli presentation
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Bo Bpema aBwxeHua /
During the movement

1000 mc / ms

OVKCcaLmnoHHbI Kpect /
Fixation cross

[lo Hauana aBmxeHna /
Before the movement

2500 mc / ms 800, 1600, 2400 mc / ms

TMocne 3aBepLLeHua ABIKeHNA /
After the movement
1000 mc / ms
YepHblil 3kpaH /
Black screen
1000 mc / ms

0,320, 640 mc / ms

Puc. 2. Yenosue «ITocmeudeo»: modarvhocms npedcmasenus ¢ UCKONb308AHUEM 8UOEO NONHO20 OBUNCCHUS, C MPAHCKPAHUAABHOU MACHUMHOU CIUMYAS -
yueti c MOMEHMa OKOHYAHUSL NPe3eHMAYUU CIUMYA08 08UNCEHUS (IKBUBAACHNHO HAYALY NOCMOBUNICEHUS)

Fig. 2. Postvideo Condition: presentation modality using videos of the full movements, with TMS stimulation from the offset of the movement stimuli presentation

(equivalent to onset of the post-movement presentation)

B ycioBuu «ITocTBUaeo» Kaxkioe UCIIBITAHUE TaKXKe
HAYMHAJIOCh C IEMOHCTpaUMu 6eJ0ro (pUKCUPYIOILIETo
KpecTa Ha YepHOM 3KpaHe B TedeHue 1500 mc, 3a KOTOpbIM
cjenoBaia CTaTMYHAsl pyKa B HEWTPaJIbHOM ITOJOXEHUM
B TedeHUe ciydaiftHoro nepuona 800, 1600 wmm 2400 mc,
YTOOBI M30EKaTh ITPENCKA3yeMOCTH. 3aTeM IEMOHCTPUPOBa-
JIUCh T€ XXe BUIIeo aBrxkKeHus pyku B TeueHue 1000 mc. ITocne
BHJIcO (DMHAJIbHAS MO3ULIMS PYKH OTOOpakaiach Kak cTa-
TUYHOE n3o0paxkeHue B TeueHre 1000 mc. Ummynscel TMC
nogaBainvch Ha 0, 320 wmu 640 Mc ¢ Havyana (a3bl cTaTUd-
HOTro M300paxkeHMsI, B CIIydaiiHOM MOPSIAKE B TeUCHUE
54 ucnipiTanuii. Kaxaoe ucnbiTaHre 3aKaHYMBaJIOCh Yep-
HBIM 3KpaHoM B TeueHue 1500 Mmc.

CTUMYJIBI TeMOHCTPUPOBAIUCH C MCITOJIb30BaHUEM
nporpaMmmHoro odecrneueHust E-Prime 3.0 (Psychology
Software Tools, CIIIA). B o611eii C10XXKHOCTH OBbLIO MPO-
BeZicHO 162 MCIIBITAHUSI CO CTUMYJIAMU, TIPUYEM UMITYJIb-
cbl TMC nopaBauch B ciyyailHOe BpeMsl ¢ UCITOJIb30Ba-
HueM KoHHekTopa Trigger Station (BrainTrends, Mtanust).
Kaxnoe yciaoBue BKiIIOYaIo 6a30BYyI0 JIMHUIO U TTPE3eHTa-
1IM10, a cooTBeTCTBYOIIMe BMO 3anuchiBaMCh 1151 00enX
mbi (FDI u ADM).

OopadoTka ganHbIx. O6pabOTKa JaHHBIX BKITIOYAJIa IPY-
MEHEHHEe BbICOKOUAaCTOTHOro ¢uiibTpa Ha 15 Ii1 u ¢unsrpa
uckmodeHust (50 Iix) masg ymaaeHus: IIyMOB 3JIEKTPOCETU
nepen u3BiaeyeHueM U usmepenueM BMO. BMO c apre-
(bakTamMm, Ype3aMepHBIM JJATCHTHBIM APOXKAHUEM WIIH aM-
IUTUTYI0I OT MUKa 10 nuka Hrke 50 MKB nckitodanuck.
Cripble amriutyaHble JaHHbie BMO mbiin FDI u ADM

YCPEMHSUTUCh [UTS KaXKIO0TO YCIOBUS B 3aBUCUMOCTH OT TUIIA
CTUMYJIa U BpEMEHU CTUMYJISILIMM, 3aTeM HOPMUPOBAIUCh
Ha OCHOBe 0a30BOM JIMHUHU IIs1 Kaxkaoit Mblbl (T.e. FDI,
ADM) 3a ceaHc (1. e. «Bumeo», «[ToctBumeo»). Dta HopMa-
JIU3alys YYUThIBaJIa BapuadeIbHOCTh ChIpbix BMO Mexmy
HCITBITYeMBIMM BO BpeMsI IIPE3CHTALIMM CTUMYJIOB. DDdheKThI
Ha pazmep BMO Bo BpeMsI 3KcITepUMeHTaIbHOI (ha3bl aHa-
JIM3MPOBAJIUCH KaK IPOLIEHTHbIC U3MEHEHUS CPeaHEl aM-
IUTUTYIBI OT TIHMKaA JI0 MMKA OTHOCUTEIBHO 0a30BOM JIMHUM
(100 %) s obenx muiir: FDI u ADM [42, 43].

Craructuyeckuii anamm3. J{laHHbIe ObUIY IMTPOBEPEHBI HAa
HaJIM4Ke BLIOPOCOB, ONpee/sieMbIX KaK 3HaYeHUsT OoJree
YyeM Ha 2 CTaHIapTHBIX OTKJIOHEHUS OT CPETHETO 3HAYCHUS
Bceil BBIOOPKU TSI KaXKI0ro YcaoBust. OOUH UCIIBITYeMBbIi
OBLT UCKJTIOYEH M3-3a TOro, 4To Oosiee 1/3 3HaYeHUl ObLIN
3a MpeaejiaMu 2 CTaHAapTHBIX OTKIOHeHMi. CpenHee 3Ha-
YyeHUe ObLIO MEePeCYMTAHO MOC/Ie MUCKIIOUCHUST 3TOrO MC-
MBITYEMOTO0, a APYTrue BbIOPOCHI OBbLIM CKOPPEKTUPOBAHbI
IyTeM 3aMeHbl UX Ha CpelHee 3HaYeHUE BBIOOPKU, YTO
YMEHBILWJIO pa3Mep BbIOOPKU 10 19 ncnbiTyeMbIx. Tpexdak-
TOPHBII MOBTOPHBIiA IycTiepcoHHbIN aHaau3 (ANOVA) Obu1
MPOBEICH C He3aBUCUMBIMU (haKTopaMu: «JIBIzKeHMe» (yKa-
3aTeJIbHBIN Majiel], MU3WHEL, HeUTPaJIbHOE TIOJIOXKEHUE PY-
Kkn), «Mpima» (FDI, ADM) u «Bpems» (0, 320, 640, 1000,
1320, 1640 mc). 3HauMMBbIe B3aUMOAEICTBUS HCCIIEA0BA-
JIMCh C TIOMOIIIbIO MMAPHBIX CPaBHEHUI ¢ KoppeKiyei boH-
(deppoHU AJIsI KOHTPOJISI OOILLEei OIIMOKM 3KCIIepUMeHTa
M MAaKCUMU3ALMK TOYHOCTH CTAaTUCTUYECKOTO aHA/IN3a. Ypo-
BEHb 3HAUMMOCTH (p) ObLT ycTaHOBJIEH paBHbIM 0,05.
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Pe3synbTathbl

PesymnsraThl 3-(hakTOpHOrO MOBTOPHOTO TUCIIEPCUOH-
HOro aHajIi3a HopMaiM3oBaHHBIX BM O mokazanu 3HaurMble
3¢ GeKThl AT B3aUMOAeHCTBUS (PaKTOPOB «[IBUKeHUE»,
«Mprma» u «Bpemsi» [F(10, 180) = 2,12; MSE = 1146,53;
p=0,025, n* = .025]. BzaumoneiicTBrue MeXIy (hakTopaMu
«JIBrKeHMe» 1 « MBIIIIIa» TaKXKe 0Ka3aJI0Ch CTAaTUCTUYE-
cku 3HaunMbIM [F(2, 36) = 20,43; MSE = 18475,44;
p <0,001, n2 = 0,532], kak U Mexuay <«JBuxKeHUE»
u «Bpems» [F(10, 180) =1,99; MSE = 1261,38; p = 0,037,
12=0,099].

ITonpoOHEbIi aHaIU3 TPOITHOTO B3aMMOIEHCTBUS T10-
Kazajl, 4YTO JMHAMMKa aKTUBaIlMM MBIIII 3aBUCUT OT Ha-
6JII01AEMOTO JIBIDKCHNUS M BpeMEHHOTO MHTEPBAJIa CTUMY-
Jsuuu. Ha mo3gHux aTtamax IBUXKEHUS YBEIWYUBAIWCh
nokazares BMO, ocobeHHo B Mbiiiie FDI. ITpu ctumyssi-
1mu Ha 320 Mc B YCJIOBUSIX HAOTIOACHYSI 3a IBMKEHUEM YKa-
3aTeIbHOTO Tajblia B JAHHON MBIIIILIE OTMEYAJIOCh ITOBbI-
LIeHWe aKTUBALMU TI0 CPaBHEHUIO C HEUTpaIbHbIM
nosnoxeHueM pyku (p = 0,024), a Takxe 0ojiee BbICOKAsI aK-
TUBAlLIMS 110 CPaBHEHHUIO C YCJIOBMEM HaOIIOIEHUS
3a aBrekeHreM MusrHIia (p = 0,008). B To ke BpeMs aKTUB-
Hoctb FDI, uzmepsiemas B nokazatesisix BMO, Oblia Hike
MpY HAOMIOACHUH 3a IBMKEHUEM MU3MHIIA 110 CPaBHEHUIO
C IBIDKEHMEM YKa3aTeJIbHOTO Tajiblla MPU CTUMYJISIIMU
Ha 650 mc (p = 0,014) 1 1000 mc (p = 0,022). Ha 1320 mc ak-
TUBHOCTb TaKKe ObLIa HIDKE IO CPABHEHUIO C HEUTPaIbHBIM
nosioxkeHreM (p = 0,008), a Ha 1640 MC — 11O CpaBHEHUIO KaK
C IBIDKEHMEM yKazateabHoro najbiia (p <0,001), Tak v ¢ Heli-
TpaJibHBIM ToJioxkeHueM (p = 0,001) (puc. 3, a).

Mpbimna ADM, XoTs ¥ B MeHblIIe# cTeneHu, Mpoae-
MOHCTpHUpoBaia cHkeHrue BMO npu cTuMyJIsILiIK BO Bpe-
Ms HaOJIIONeHUS 3a JABMKEHUEM YKa3aTeJIbHOTO Majiblia
(p=0,006) 1 MuzuHIA (p = 0,007) Ha 640 MC TTO CPaBHEHUIO

a 0

Bpems x pBukenue / Time > movement
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Hopmanu3oBatHble MBI/
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Hopmanu3oBatHble MBI/
Normalized MEPs

w
=3
v
=}

320 640
Bpemsa, mc/ Time, ms

1000 1320

C HEUTpaJIbHBIM ITOJIOXKEHUEM PYKHU, a TAKKe IPY HAOJTI0-
JIEHMU 3a ABVDKEHUEM YKa3aTeJIbHOTO MaJiblia BO BpeMsl
ctumyJisiuuy Ha 1320 mc (p = 0,032) (puc. 3, 6).

XoTs 1 B MeHbllIei creneHu, Mbia ADM neMoH-
CTpUpoOBaja MOHWXeHHY0 akTuBalio BMO no cpaBHe-
Huto ¢ FDI npu HaOmoaeHuu 3a ABUKEHNEM yKa3aTeb-
HOTO MaJiblia Ha BpeMeHM cTuMystsiiiu 640 mc (p = 0,046)
u 1000 mc (p = 0,039) (puc. 4, a), 4TO CBA3aHO C MOBbI-
meHueM aktusHoct BMO FDI 1 unru6ouposanunem BMO
ADM. Tlpu nBukeHur MusuHLa pasnuuus mexay FDI
1 ADM HabGaomanuch Bo BpeMsi CTUMYJISLUM Ha 0 Mc
(p = 0,004) u 1640 mc (p = 0,02) (puc. 4, 6). Bo Bpems
CTUMYJISILIMK Ha () MC 3TO OTpakajio HEOXKMIaHHOE YBEJIH-
yeHue amriutyasl BMO u Bo30yauMocTH KOPKOBOTO
MPENCTaBUTEIbCTBA MBI ADM eliie 10 Havaa JBrKe-
Hus, a Ha 1640 Mc HaOJomaIach POTUBOITOIOXKHAS Kap-
THHA 110 CPAaBHEHUIO C IBMKEHMEM YKa3aTeJIbHOTO aJlblia,
¢ noBbllieHUeM aMIiuTyasl BMO ADM u cHuXeHueM
aktuBHOcTH FDI. Taxxe ObLIM OTMEUEHbI U3MEHEHUS BO3-
OYIMMOCTY MBIIIIL TIPY HAOTIOIEHUW IBUXKESHMIA, TJIaBHBIM
00pa3oM MPOSIBJISIONINECS B UX MHTMOMPOBAHUY Ha TTO3M1-
HUX 3Tallax 1o CpaBHEHUIO ¢ 0oJiee paHHUMU. [{J1sT MbIIII-
upl ADM HabGaomanoch CHUXEHHUE BO30YIUMMOCTHU
Ha 640 Mc no cpaBHeHwmIo ¢ 0 mc (p = 0,02) u 320 mc
(p = 0,003) (cM. puc. 4, @) Ipu ABMKEHUHN YKa3aTeJIbHOTO
nanbua. Jdnsa nprkenuss musuHia Mmeiia FDI nokazana
topMmoxeHue Ha 320 mc (p = 0,006) u 1640 mc (p = 0,006)
no cpaBHeHU1O ¢ 320 Mc, a Mblla ADM npoaeMoHCTpu-
poBajia TopMoxkeHMe Ha 640 Mc o cpaBHeHMIO ¢ 0 McC
(p =0,028) u 320 mc (p = 0,025) (cM. puc. 4, 6).

AHanu3 B3auMoJeicTBUS (PaKTOpoB «JBUKEeHUE»
U «MBIIIIIa» TOATBEPAMII BBIBOIbI TPOMHOTO B3aUMOIEHi-
ctBUs: Mbllnua FDI neMoHcTpupoBaia pa3auuus B ak-
TMBAllMM B 3aBUCHMOCTH OT ABMXEHUs, IIPU 3TOM OHa

Bpems x auwenme / Time > movement DlBmxenue / Movement

I YkazarenbHbiii nanew /
Index finger
I Musuwen / Little finger

I HeiirpanbHoe nonoxenute pyku /
Neutral hand

320 640
Bpema, mc/ Time, ms

1000 1320 1640

Puc. 3. 3epkanvhbiii omeem npucymcmeyem 60 épems HAOAHOOEHUS NOYMU 3a6epuieHH020 0suxcenust (640 mc) u nocae eeo 3agepuenus (1000— 1640 mc):
a — nepeas 00pcanbHas MejNCKOCMHAs MblUYa NOKA3bl6aem s6HOe No0aeaeHUe 80 8DEMs OBUNCEHUs MUSUHUA NO CPAGHEHUIO ¢ OpYeUMU 08UICCHUIMU
Ha 8cem 8pemeHHOM unmepeane om 640 mc; 6 — mviuiya, 0meooAuas MusUHel, NOKA3bieaem aHaA0UMHYH MEHOEHUUIO 80 8DeMs 08UNICEHUS YKA3AMENbHO-
20 nanvya, HO He MAK A6HO U 3HA4UMO moabko Ha 640 u 1320 mc. MBIT —momopnbie evizeaninvie omeemol. *p <0,05; **p <0,01; ***p <0,001

Fig. 3. Mirror response is present during observation of an almost finished movement (640 ms) and after its completion (1000— 1640 ms); a — first dorsal
interosseous muscle shows clear inhibition during little finger movement compared to the other movement stimuli on all timeline from 640 ms; 6 — abductor
digiti minimi muscle shows a similar tendency during index finger movement but not so clear and only significant at 640 and 1320 ms. MEPs — motor evoked

potentials. *p <0.05; **p <0.01; ***p <0.001
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a Yka3atenbHblii naney / Index finger ] Mu3zunew / Little finger
Bpema x gguxenue / Time x movement
20 . 20 e Mbiwua / Muscle
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Puc. 4. Pazauuus mexcoy moluyamu: a — 60 pemsi HAOAI00eHUs 34 OBUNCEHUEM YKAZAMEAbHO20 NAAbYA PA3AUMUS MeNCOy Mblutamu 3amemibt Ha 640 u 1000 mc.
Mbvuuya abductor digiti minimi (ADM) noka3zvieaem sieHoe nooasnenue na 640 mc no cpasuenuio ¢ npedvidyuumu epemenamu (0 u 320 mc); 6 — 60 epems
deudiceHUss MU3UHYA pazauyus mexcdy moiuyamu euonst Ha 0 u 1640 mc. Mouuya ADM nokasvieaem makoii yce uneubupyowuil dgpgexm, Kax u npu 06u-

JHCEHUU YKA3aMeabH020 NAAbYA, 8 MO 8peMsl KaK nepeas dopcanvias mexckocmuasn moiuya (FDI) nodasaena na 640 u 1640 mc no cpasnenuio ¢ 320 mc.
MBIT — momopHbie gbizeanHbie omeembl. *p <0,05; **p <0,01; ***p <0,001

Fig. 4. Differences between muscles: a — during observation of index finger movement differences between muscles were present at 640 and 1000 ms. Abductor
digiti minimi (ADM) muscle shows clear inhibition at 640 ms compared with previous times (0 and 320 ms); 6 — during little finger movement differences
between muscles appeared at 0 and 1640 ms. ADM muscle shows the same inhibitory effect as during Index finger while first dorsal interosseous (FDI) muscle
is inhibited at 640 and 1640 ms compared to 320 ms. MEPs — motor evoked potentials. *p <0.05; **p <0.01; ***p <0.001
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Mbiwua x awxenue / Muscle < movement

150 DBxeHue / Movement 150 Mbiwa / Musdle
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. I ykazarenbHbiii naney /

Index finger
I Muzwweu / Little finger

I HeiitpanbHoe nonoxenue pykn/
Neutral hand

100
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Hopmanu3oBaHble MBI/
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Hopmanu3oBaxHble MBI/
Normalized MEPs

0  YkasarenbHbii  Musune / HeiirpanbHoe
naneu / Littlefinger ~ monoeHue pykn /
Index finger Neutral hand
Mbiwua / Muscle
llBuxenue / Movement

Puc. 5. /lna 63aumodeiicmeus paxmopog «Zeuxncenue» u «Moiutya» pazaunus Mexcoy Moluuyamu 8 3agUCUMOCMU OM HAOA00aeMbIX OBUNCEHULL OCHOBbIBA -
1omcest Ha onpedenenHoll peakyuu nepeoi dopcanvoi mexckocmuoi moiuyst (FDI): a — pazauuus ¢ FDI 60 épems 08udicenutl 6 0CHOBHOM 3a8UCAM OM NO-
daeneHusi ee AKMUBHOCMU NPU OBUNICEHUU MUSUHUA; 6 — NPU 0BUJICEHUU MUSUHUA OMMeHaemcs yseauveHue MOMOPHbIX bi36anHbix omeemos (MBII)
mouiuybl abductor digiti minimi (ADM) u ymenvuwenue MBI FDI. *p <0,05; **p <0,01; ***p <0,001

Fig. 5. For the interaction of factors “Movement” and “Muscle” differences between muscles depends on observed movements relied on the well defined response
of first dorsal interosseous (FDI) muscle: a — differences on FDI muscles during movements are mostly dependent on its inhibition during little finger movement;

0 — when moving the little finger, an increase in motor evoked potentials (M EPs) of abductor digiti minimi muscle (ADM) and a decrease in MEPs of the FDI
are observed. *p <0.05; **p <0.01; ***p <0.001

a Bpems x asinkenwe / Time < movement [iBmkenne / Movement 0 [lBuxcenue < pema / Movement > time
150 . 150 Bpema/ Time
- I yxasatenbHbiii naneu / - —
é Index finger é Wo
v % 100 I Muzuwew / Little finger P % 100 = zig
g S [ | HeiitpanbHoe nonosxenue pyku / E S
25 Neutral hand 2= I 1000
2 S 2 E 1320
g= % g= 0 M 1640
S S
pm = pm =
0
0 320 640 1000 1320 1640 YKazatenbHblit Mu3zunen / HeiirpanbHoe
Bpema / Time nanew / Little finger  nonoxeHwe pyku /
Index finger Neutral hand
NlBuxenue / Movement

Puc. 6. /lns ezaumodeiicmeus paxmopos «Jeunxcenue» u «Bpems» ommeueno, umo 640 mc neasemess HaA4aiom UHSUOUPYIOUUX dPPeKmos, KOmopbie
8 nepayio ouepeds npucymcmaeyrm npu osuxcenuu muzunya. MBI — momopHbie evizgantvie omeemot. *p <0,05; **p <0,01; ***p <0,001

Fig. 6. For the interaction of factors “Movement” and “Time” we observed that 640 ms is the starting time for inhibitory effects in primarily present during
little finger movement. MEPs — motor evoked potentials. *p <0.05; **p <0.01; ***p <0.001
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yBeJIM4YMBajla aKTUBHOCTh BO BpeMsl ABMKCHUS yKa3a-
TeabHoro naibla (p <0,001) 1 B HEATpaIbHOM IOJIOXKE-
Huu pyku (p = 0,003), a npu IBUKEHUM MU3UHIIA HA0JII0-
nanock ee TopmoxeHue (p = 0,034) (puc. 5).

[BoitHoe B3aumojeiicTBue (HakTopoB «JIBUKeHUE»
u «BpeMsi» moka3zajo ob1ee CHUKeHE HOpMaJIU30BaH-
HeIX BMO 1ipy n1BuzkeHMM MU3UHIA Ha 640 Mc 110 cpaB-
HEHUIO ¢ HEUTpaJIbHBIM ToIoxkeHueM pyku (p = 0,006)
1 Ha 1640 Mc 1Mo cCpaBHEHUIO C IBMXKEHNEM YKa3aTeJIbHOTO
nanbua (p = 0,037) (puc. 6, a). Uarudbupyommit ahekT
OBUT TaKKe oTMedeH Ha 640 Mc mo cpaBHeHMIO ¢ 320 Mc
(p <0,001) B pamKkax HaOJIIONEHUS 3a IBUXKEHUEM MU3MH-
1a (puc. 6, 0).

06cyxxaeHune

JlaHHOe uccieqoBaHKE BBISBISET 3HAYUTEIbHbIE BO3-
Oyxaarolye U TopMo3Hbie 3(PPEKTHI, CrieU(UIHbIC 1S
OTHeNbHBIX MbllIL, B C3H, KoTOpble MPOA0IKAIOTCS JaXKe
rocJe 3aBepuieHus aBuxkeHus. [IpumeuatensHo, yto C3H
HE TOJIbKO aKTMBHPYIOT MBIIIIIBI, HEIIOCPEICTBEHHO BO-
BJIcYCHHBIE B HaOII0mMaeMoe ABUXKECHUE, HO M TOPMO3ST
HECBSI3aHHBIE MBI, YTO IEMOHCTPUPYET IaTTePH, Ha-
TIOMMHAIOIINI MOTOPHOE OKPYKEHHUE.

Bpemennas nunamuka C3H Obliia He1OCTaTOUHO UC-
cJeIoBaHa B PEAbLAYIIEH TUTepaType, OOJBIIMHCTBO UC-
caenoBaHMil GOKYCHPOBAIMCH Ha BpeMeHAaX CTUMYJISILIUA
¢ ucnonb3zoBanveM TMC B auama3zone ot 0 mo 640 mc
OT Havasia nBvKeHus. [Ipeasiaylinye uccaenoBaHus B OC-
HOBHOM ITOIYEPKUBAIA MBIIICYHO-CICIIU(UISCKII OTBET,
Bo3HUKalo1uii mpumepHo uepe3 200 mc [7, 38—40]. Haie
HCCIIeI0BaHUE AOTIOTHSIET 3TU 3HAHUSI, IIPEIOCTABIISAS 0O-
Jiee AeTalabHbI BpeMeHHO! poduib peakuuu C3H, BbI-
SIBJISIST 3HAYUTE/IbHBIE MBIIIEYHO-CIIeIIM(UIECKUE pa3-
JIM4Ksl, HauMHast ¢ 640 Mc, 4TO CBSI3aHO C 3aBepIICHUEM
HabJII0JaeMOT0 ABMKEHUSI.

Haim pe3ynbraTel MOKa3bIBaloT, YTO 3¢PKAJbHBII OT-
BET HE TOJIbKO COXpaHseTCs Ha IMTO3IHMUX CTaIUsIX HabJII0-
JIEHMS 3a ABMKCHUEM, HO M TIPOSIBIISIET BhIPaKEHHBIC (-
(bexThl TIOCIIE 3aBepIICHUsT OTBMKEHUS. DTO pacIIUpsIeT
M3BECTHDIN BpeMeHHOI arana3oH aktusHocti C3H, npen-
noiarast, uto C3H urpaet posib B 00pab0oTKe 3aBepleHUST
M, BO3MOXHO, IOCJIEICTBUI HAOII0OAaeMbIX ICHCTBUIA.
Hanuuue 3tux 3¢ @eKToB Ha MO3AHUX CTAAUSIX TOIYEPKH-
BaeT BaXXHOCTb y4yeTa 060J1ee IIMPOKOT0 BpeMEHHOro OKHA
npu u3ydyeHuu akTuBHoctu C3H.

HoBbIM acrieKToM HalllMX Pe3yJIBTaTOB SIBJISIETCST Ha-
oronaeMblil 3¢ deKT MHIMOUPOBaHUS B MBIIIILIAX, HE CBSI-
3aHHBIX C HAOJTI0MaeMbIMU ABVDKEHUSAMU. DTO TIPEIToIa-
raet, yro aktuBauug C3H BkiIYaeT He TOJbKO
BO30YKIeHME obacTeit M1, OTBETCTBEHHBIX 32 HAOII0Iae-
Mo€ JIEMCTBHE, HO U MTHTMOMPOBAHUE HECBS3AHHBIX MBIIIIII,
OTu uHruoupyroume 3(p@PekThl CTaHOBITCA 0oJiee BbIpa-
>KEHHBIMUA CO BpeMEHeM, MOMYepKuBasi TMHAMUYECKOE
B3aMMOJIEHCTBIE MEXTY BO30YKICHHEM ¥ MHTMOMPOBaHM -
€M, KOTOPOE MOXET OTpakaTh KOPTUKAIBHOE MPeICTaBIIC-

HHME ¥ KOHTPOJIb 3a/IeiiCTBOBAaHHBIX MBIIII. B yacTHOCTH,
mbima FDI nokazana yeTkuii maTTepH akKTUBALIMK MPU
Ha0JIIOIEHUY 3a CBSI3aHHBIMU IBMKCHMSIMU M MTHTUOMPOBA-
HMM IPY HECBSI3aHHBIX IBKEHUSIX (HAIIPUMED, IBIKCHUSIX
yKa3aTeJIbHOrO M MU3UHIIA) 1O cpaBHeHUIO0 ¢ ADM.

DTOT MHTUOUPYIOIIUIA MEXaHU3M aHAJIOTUYEH XOPOIIO
JOKYMEHTUPOBAaHHOMY 3(P(heKTy MOTOPHOTO OKPYXKalOIIe-
ro MHIMOMPOBAaHMS, TIPU KOTOPOM MBIIIIIBI, HE Y4acTBY-
OILIYE B ICHCTBUU, TIONABIISTIOTCS B MX KOPTUKATLHOM ITPE/i-
crapjieHuu B M1 [44—50]. JlaHHBIA TUIT MTHTMOMPOBAHUS
SIBJISICTCST HEOThEMJIEMBIM KOMITOHEHTOM B3aUMOJIEHCTBHS
MeXIy MOTOPHOI KOpOii 1 sApaMy TOJIOBHOTO MO3ra, OT-
BETCTBEHHBIMU 3a MOTOPHBIM KOHTPOJIb. CXOICTBO HAIIIMX
PE3YyJIBTaTOB U TEOPUU 00 OKPYXKAIOIIeM MHIMOMPOBaHUU
(TOPMOXXEHMI) TIPETIOJIAraeT, YTO aHAIOTMYHbIC HEMPOHHBIC
KOHTYPBI MOTYT OBITb 3a/IeliICTBOBAaHbI KaK ITPH BBITOJTHEHUMN
JBUKEHWSI, TaK U TIPU HAOJIOIEHNH 32 ICUCTBUSIMU.

Haine viccienoBaHue TakKe COIIACYeTCs C MPEAbIIYII-
MM pabotamu S. Marceglia u coaBt. (2009) [51] u M. Alegre
u coaBT. (2010) [52], ncnob30BaBILIKX 3JIEKTPOIHLE(hAT0-
rpacduio y nameHToB ¢ 6oyie3Hbo [lapkuHcoHa U npena-
TTOJIOKMBIIMX BO3MOXKHOE B3aMMOJIEHCTBIE MEXTy Oa3aib-
HbIMU raHrIMsIMU U1 C3H. D10 B3auMopaeiicTBue MOXeT
OOBSICHUTH HaOJMIOAaeMble B HallleM MCCIeNOBaHUM UHTU-
oupyomue 3h@deKThl MPU HAOTIOIEHUU HECBSI3aHHbBIX
nBrkeHuit. Habmonaemsiit uHruoupyrowmmii acppext C3H
MOXET, TAKUM 00pa3oM, MPEACTaBISATh 00JIee MIUPOKYIO
HEMUPOHHYIO CTPATETUIO ONTUMMU3ALIMI MOTOPHOI'O KOHT-
poJIsd ITyTeM MOAABICHUSI KOHKYPUPYIOIINX WM Hepelie-
BaHTHBIX MOTOPHBIX IPEACTABICHMIA.

H3zyuasa peakunto C3H Ha mo3gHUX cTaausIX HaOJIrO-
JICHUS 32 IBVDKCHMEM, BKITIOYast TIEPUOIBI TTOCIIE 3aBEPILICHMST
JBYDKEHUSI, Hallle MCCIIeMOBaHMeE TTPEIOCTaBIIsIET OoJIee T0JI-
HOe MoHMMaHue TeMnopanbHoit auHamuku C3H. Jlokasa-
TeJILCTBA OoJiee CITbHBIX 3¢dexkToB C3H Ha mo3nHuX sTamnax,
BMECTE ¢ HAJTMIMEM KaK MHTMOMPYIOIINX, TaK U BO30YyKaa-
IOIIMX KOMIIOHEHTOB, MOTYT CITOCOOCTBOBATh pa3paboTKe
MPOTOKOJIOB MOTOPHOI peabUIUTALIUM, MCITONIb3YIOIINX
aktuBHOCTH C3H.

[MonyyeHHBIE pe3yIBTaThl MOTYT ObITh ITPUMEHEHBI IJIST
0oJIee TOYHOM OLICHKM COCTOSTHMSI TTAIIMCHTOB C IBUTATEITb-
HBIMM HapyIIEeHUSIMU Kak JI0, TaK U ITOCJIe peaduIuTalu-
OHHBIX TIPOTOKOJIOB, a TAKXKE JJIsI pa3pabOTKN HOBBIX Me-
TomoB JjeueHUsA. B coueranum ¢ TMC nBurateiabHas
AKTUBHOCTh MOXET OILIEHMBATbCSI B OITUMaJbHBIC
BPEMEHHBIE MHTEPBAIBI BO BPEMsI PeabINTALMOHHBIX
MPOTOKOJIOB ¢ 3aaeiictBoBaHueM cuctembl C3H. Ipen-
CTaBJICHHbIC B JAHHOM HCCJICIOBAaHMU PE3YJIBTaThl TAKXKe
MOTYT OBbITh UCITOJIb30BaHBI IS Pa3paObOTKM KaueCTBEHHBIX
CTUMYJIBHBIX TIPE3CHTAIMIA B IIPOTOKOJIaX 3epKaJIbHOM Te-
paryy ¢ y4eTOM JJIUTEIbHOCTH CTUMYJIOB, YTO TTO3BOJIUT
MOJIy4aTh 3HaYMMBbIE 3epKaJIbHbIe OTBeThl. Oc000e BHUMA-
HUE CJIeAyeT YACIUTh 0oJjiee TMTO3MHUM 3TariaM ABUKCHUS
¥ KOHEYHBIM 3TaIlaM IEMOHCTPUPYEMOTO IBMKEHMS, YTO
OTpaXkeHO B HAIIIMX JaHHBIX. DTH Pe3yJIBTaThl MOT'YT OBITh
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MPUMEHEHBI KaK B paMKaxX He3aBUCHUMBIX ITPOTOKOJIOB 3ep-
KaJIbHOM Tepanuu, TaK U B COYETAHUU C HEMHBa3UBHBIMU
METOJaMU CTUMYJISIIUM MO3Ta, yXe NPUMEHSeMBIMU
TIPY JICYUCHUU TTALIMEHTOB C JIBUTaTeIbHBIMU HAPYIIICHUSIMU,
HarpuMep MpU peaduIUTaLMU Mocjie MHCyabTa [53].

st yriryGaeHusT Halllero MOHWMAaHUs 3€pKaJbHOIO
OTBeTa JaJIbHENIIIe UCCAeI0BaHUS TOJKHBI u3ydyath TMC
B JIOITOJIHUTE/IbHBIC BpeMEHHBIE TOYKM 1 Ha OoJee -
TEJIbHBIC BpEMEHHBIE IIEPUOIBI, YEM T€, YTO OBUTA M3YJIEHBI
B 3TOM HcCClenoBaHMU. Takue MCCIIeIOBaHUS MOTJIU ObI
MPOSICHUTD MPOIOJIKUTEILHOCTD Y 3BOJIIOIINIO BO30YK /1A -
OIIUX U UWHTUOMPYIOIINX KOMIIOHEeHTOB peakuuu C3H,
MpeIoCTaBIIsIs 0ojiee TIyOOKKMe 3HAHKS O BpDEMEHHBIX Xa-
pakrepuctukax C3H 1 UX MOTEeHIIMAIBHOTO IPUMEHEHUSI
B KIIMHUYECKUX YCIIOBUSIX.

BbiBOAbI

B paMkax naHHOTO HcCCleIOBaHUS, WM3YYaBIIEIro
BpeMEeHHYI0 TuHaMUKY peakiii C3H, ObLiM BbISIBICHBI 3HA-
YUTEIbHbIE BO30YXKAaIOIIe U MHTHOUpYole 3(P@eKThl,
KOTOpbIE COXPaHSIOTCS Ha 0oJiee MO3MHMX CTaaUsIX HaOIt0-
JIeHus 3a nBrkeHreM. Hailii pe3ysisraTbl OKa3bIBaroT, YTO
C3H urpaer pelaroliyio pojib Kak B 3epKabHOM 0TOOpaxe-
HUM HaOMI0JaeMbIX JEMCTBUI, TAK U B TOPMOKEHUU HECBSI-
3aHHBIX JBUTATEJbHBIX MPEACTABICHUM, YTO COIIacyercs
C KOHIIETILIMEN OKPYXKaloIIero MHrMoUpoBaHUsl. DTU OTKPbI-
TUST paCIIMPSIIOT Hallle TOHUMaHue pyHKimoHabHOCTH C3H
U MpeJyIaraioT MoTeHIMaTbHOE IPUMEHEHNE MPY pa3paboTKe
MPOTOKOJIOB ABUTaTE/IbHON peadbuauTaiuy Ha ocHoBe C3H,
MomM4epKUBasi HEOOXOMMMOCTb JaTbHEHIIIMX UCCIeI0BaHUI
paclIMpeHHbBIX BpeMEHHBIX ToYeK akTuBHOCcT C3H.
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OuddepeHumanbHbI AUarHo3 60se3HU BENUKOro
pycckoro xyaoxXHuka U.E. PenuHa
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B 2024 r. ucnonHunocs 180 net co AHA POXAEHUA BeAUKOro xusonucua Mnsu Edumosnya Penuna, apyanwero npea-
CTaBUTENA PEANUCTUYECKOrO HanpaBieHUs akageMuyeckoi xusonucu. usHb XxyaoxHuKa 6bina oMpadeHa 6onesHblo,
KOTOpas NnLWMKNa ero BO3MOXHOCTU paboTatb npaBoii pykoii. U.E. PenuH, obnagas Henpeononumoi Boneit K TBOPYECTBY,
nepeyyuncs nucatb nesoi. Kak npu xu3suu, Tak u nocne cmepti Unon Eumosrya 60ne3Hb, MUWINBLIASA €70 BO3MOXKHOCTU
pucoBaTh NpaBoil PyKoI, He Bbina AuarHocTuposaHa. B cTatbe cobpaHsl cBefieHus o 6onesnu W.E. PenuHa u nposeaeHa
anddepeHunanbHas AMarHoCTUKa € NaTo0rMei, KOTOpas MOXeT CONPOBOXAATLCA ABUraTeNbHbIMU HAPYLWEHWUAMU PYKH
1 atpodueit MbiwL, KuCTU. MpoBeeHHbI aHaNU3, NOAKPENAEHHbIA UCTOYHUKAMKU UTEPATYPLI U NPUKN3HEHHBIMU QOTO-
rpadusmMm, NOCMEPTHBIA CENOK NPaBOi KUCTU XYAOXHUKA YKa3blBAKOT HA TO, YTO NPUUYMUHOIN GonesHu PenuHa 6bina npo-
rpeccupytoLias KOMNpPeccUoHHas HeilponaTusa NpaBoro JOKTEBOro Hepsa. MpuBefeHHbIE UCTOPUYECKUE CBEAEHUS O 6O-
ne3HAx nepudepuyeckux HEpPBOB CBUAETENLCTBYIOT O TOM, YTO 3TOT AWUATHO3 He MOT OblTb YCTAHOBIEH MPU XKU3HMU
XYLOXHUKA.

KnioueBble cnoBa: MCTOpUs MeSULMHbI, U3BECTHbIE TMYHOCTH, UCKYCCTBO, U.E. PenuH, uctopus 6onesHu, gubdepeuma-
NbHBIA AMArHo3, HeiponaTus NOKTEBOTO HEPBA, KKOrTUCTas nanax»

Ana uutupoBaHus: fopoxanuH A.B., Depskos A.T., JloBaruna B.E. [uddepeHumnanbHblii gnarHo3 601e3Hu BEAUKOrO
pycckoro xynoxHuka W.E. PenuHa. HepBHo-mbiweyHble 6onesHun 2024;14(4):51-7.
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Differential diagnosis of the disease of the great Russian artist I. Repin

A.V. Gorozhanin® 2, A.G. Fedyakov’ 2, V.E. Lovyagina’®

IS.P. Botkin Multidisciplinary Scientific and Clinical Center, Moscow Healthcare Department; 5 2-oy Botkinskiy Proezd, Moscow
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Moscow 125993, Russia;
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Contacts:
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The year 2024 marks the 180t anniversary of the birth of the great artist Ilya Efimovich Repin, the brightest representative
of the realist direction of academic art. The artist’s life was overshadowed by a disease that deprived him of the ability
to work with his right hand. I.E. Repin, with an irresistible will to create, re-trained to paint with his left hand. Repin’s
disease was not diagnosed both during his life and after his death. This article contains information about Ilya Repin’s
disease and differential diagnosis with pathology, which can be followed by motor disorders of the hand and atrophy
of the hand muscles. The conducted analysis, supported by literature and lifetime photographs, postmortem cast of the
artist’s right hand indicate that the cause of Repin’s disease was a progressive ulnar neuropathy. The given historical
information about the diseases of peripheral nerves indicates that this diagnosis could not have been established during
the artist’s lifetime.

Keywords: history of medicine, famous personalities, art, I.E. Repin, case history, differential diagnosis, ulnar neuropathy,
“clawed paw”

TOM 14

51


https://creativecommons.org/licenses/by/4.0/

TOM 14

52

HepBHo-mblweykbie OJIE3HH

Opueunanvhsie uccaedoeanus | Original reports

For citation: Gorozhanin A.V., Fedyakov A.G., Lovyagina V.E. Differential diagnosis of the disease of the great Russian
artist I. Repin. Nervno-myshechnye bolezni = Neuromuscular Diseases 2024;14(4)51-7. (In Russ.).

DOI: https://doi.org/10.17650/2222-8721-2024-14-4-51-57

BBepeHue

HcTopuyeckoe ucciieioBaHue — 0COObI TUIT HAyYHO-
rO TIOMCKA, XapaKTepU3YIOIIUICS OTCYTCTBMEM BO3MOX-
HOCTU HENOCPEACTBEHHO HA0II0IaTh O0BEKT U3YUYCHMUSI.
HccnenoBaTeib OCHOBBIBACTCS Ha KOCBEHHBIX TaHHBIX,
TTOJIyYSHHBIX M3 UICTOYHUKOB JIUTEPATypPhl, TPOU3BEICHMIA
HUCKYCCTBa U Apyrux cBuaeTennscTs [1]. Mctopuyeckue cBe-
JIEHMSI 3a9aCTYIO ObIBAIOT HETIOJIHBIMU, HENTPAaBUILHO MH-
TepNPEeTUPOBAHHBIMU COBPEMEHHUKAMU U UCKAaXKEHHBIMU
B pe3yJbTaTe NMPUMEHEHUS TEPMUHOJOTHMU, KOTOpas
CO BpeMeHeM MEHSIET CBOoe 3HaueHre. B peTpocrieKTMBHOM
MEIUIIMHCKOM MCCIIeIOBAaHUU JUISI YCTAHOBJICHUS AUa-
rHO3a MCTOPUYECKON JTUYHOCTU BaxKHEiIee 3HaUYCHHUE
umeeT nuddepeHManbHas guarHoctuka. IAuddepeHim-
aJIbHBIM TMAarHO3 — 3TO METOJ aHAJIM3a B MEAULIMHE, 10~
3BOJISTIOIIMI OTJIMYUTH KOHKPETHOE 3a00J1eBaH1E WK CO-
CTOSTHUE OT APYTUX, CXOXUX MO KIMHUYECKUM TTPU3HAKAM.
HecMmotpst Ha cBou 0COGEHHOCTU U CJIOKHOCTh, PETPO-
CIIEKTHBHAsl TUAarHOCTUKA SIBJISICTCS BaXKHBIM acIIEKTOM
Hay4yHoro 3HaHus. MHdopmalyst o KOHKpEeTHOM 3a00J1e-
BaHUU ITO3BOJISIET OLICHUTH €r0 BIUSHUE Ha XXU3Hb YeJI0-
Beka (paborty, IToBeIeHHE, TTOCTYIIKY U T.11.) ¥ IPEIIOXKUTh
HOBBIE OOBSICHEHYSI UCTOPUYECKUM (hakTaM. YCTaHOBJIECH-
HBII TMarHO3 HE TOJIBKO JOMOJHSIET UCTOpUOTrpaduio or-
JIeTbHOI MCTOPUYECKOM JIMYHOCTHU, HO M JaeT IPEICTaB-
JIEHUE O TOM, KaKOBO OBLJIO >KUTh YEJIOBEKY C TOM MJI MHOMI
6oJie3Hbl0. McTopnyeckre MeaUIIMHCKUE CBEICHUS T10-
3BOJISIIOT OTBETUTh Ha BOIIPOC O BO3MOXKHOCTH TIPYIKHU3-
HEHHOM IVMarHOCTUKU U JieueHus1. IMEHHO TTO3TOMY pe-
TPOCITEKTUBHAS AMAarHOCTUKA 3a00JIeBaHUs U3BECTHOI
HMCTOPUYECKOM TUYHOCTH MPEICTABIISIET MHTEPEC LIS CIIe-
LIMAJIMCTOB pa3HbIX HAyYHBIX HATIPABJICHUIA.

Ieab uccrenoBanuss — codbpath CBeACHUS O OOJIE3HU
W.E. Penuna u npoBecty auddepeHInaIbHy0 IMarHo-
CTHKY C IaTOJIOTHElN, KOTOpask MOXET COIPOBOXKIATHCS
JBUTATEIbHBIMU HapyIIEHUSIMU PYKU U aTpODHEit MBIIIIIT
KUCTH.

Marepuanbi u meTopbl

B nccienoBaHM IPUMEHSIIACH CJIEAYIOIIE METOIBI:
nuddepeHIMaIbHbIil TUarH03, UCTOPUYECKUIA, CPaBHM-
TeJbHBIA, JOKA3aTeJIbCTBO OT IIPOTUBHOTIO (a contrario).
MarepuanaMu Ul UCCISI0BAHUS SIBJISIMCH CJICIYIOIINE
WCTOYHUKU: MUCbMEHHBIE (BOCIIOMMHAHUS, MEMYaphl,
ouorpacun), n300pasuTesbHbIie (MPOU3BeASHUS KUBOIH-
CM), MaTepuajbHble (IIOCMEPTHBII TUIICOBBIN CIEITOK
npasoii kuctu M. E. Penuna), ¢poToMatepuabl, HaydHbIe
CBeZIcHUs O OOJIE3HSIX.

Pe3synbrathbl

Kuzub xynoxkuauka. b Ebumosuy Periun (24 urons
[5 aBrycra] 1844 ., Poccutickas umnepus — 29 ceHTsI0psI
1930 ., Kyokkana, @UHISIHANS) — PYCCKUIA XKUBOIHCEIL,
OJIVH M3 CaMbIX BIMSTEIBHBIX M Pa3HOILIAHOBBIX IIPE.-
CTaBUTEJIEH pEaTMCTUIECKOTO HAMPaBJICHST aKaeMUIEeCKOM
SKUBOMUCH, TIMCATE/Tb 1 TIeIaror, BOCIIMTABIIIMIA LIEJTYIO TUTe-
STy TIPOCIIABJICHHBIX XYIOXKHUKOB. AKagemuK (¢ 1876 1),
npodeccop (c 1892 r) u nelicTBUTENbHBIN WwieH (¢ 1893 r;
1o HOBOMY ycTaBy) MMrmiepaTopckoit AkaneMun XyaoKecTB,
yneH ToBapuiiecTBa nepeaBUXHUKOB (B 1878—1891 rr.
u ¢ 1891 1) [2]. PenuH ocTajcst B UCTOPUU KaK MIPUMEDP Xy-
JIOXKHMKA, Ybe TBOPUYECTBO HABEYHO BIUIETEHO B YEJIOBEUECKYIO
LIMBWIM3AIUIO U SIBIIIETCSI €€ HEOThEMJIEMOI YaCThIO.

Bonesns xynoxnuka. B Hauane 1890-x ronos, korna Pe-
MWH 3aKaHYMBaJI paboTy HaJl KAPTUHOM «3aropOXKIIbl ITUIITYT
IMHCHMO TYPELIKOMY CYJITaHy», OH TIOYyBCTBOBAJI, UTO TpaBast
pyKa OTKa3bIBaeTcs pabdotaTh, U B Havasle 1900-X ronoB xy-
JOXXHMK OKOHYATEIbHO Iepeles K HalMcaH1Io KapTHH Jie-
Boil pykoii. biarogapst Bropoii xkeHe, Hatanre HopamaH,
yBJIeKaBIeiicss GoTorpadruueckKuM UCKYCCTBOM, COXPaHM-
JIICh MHOTHE (poTorpaduu XyaoxKHUKa, TOIICIINIE 10 Ha-
11IeT0 BpeMeHHU, 3aredatieniive PervHa mocie 1899 1, ¢ yxke
MMEIOLIMMCS 3a00JIeBaHMEM TIPaBOil pyKH [3].

K coxaneHuio, B IMCbMaXx XyI0XXHUKA U BOCIIOMUHA-
HMsIX PerHa 1 ero cCoBpeMeHHUKOB KpaifHe MaJio CBEICHHIA
0 ero 6oJie3Hu. OTCYTCTBYIOT U MEAUITMHCKUE 3aKTIOUEHMS
Toro BpeMeHu. B ucbme K CracoBy S aBrycra 1891 . ume-
eTCsl YIIOMMHaHWE O O0JIe3HU: «...Y MEHS YKacHO yCTaeT
MpaBasi pyka ImicaTh». XyI0XKHUKY B 3TO BpeMsl ObLI0 47 JIET.
OnHako, HECMOTpsI Ha 00J1e3Hb, PeruH Hallen B cede CUITbI
MPOIOJIKATh 3aHUMAThCS JIIOOMMBIM JIEJIOM M HaydHJICS
paboraTh JieBoii pykoil. O TOM, KaK XyTOXHHUK PHCOBaJ
JIEBOI PyKOI, CBUIETEIbCTBYIOT apXUBHBIC (hoTorpadumn.
OOBIYHO XYIOXHMKU B JIEBOW pyKe AepxKaT MaJuTpy.
B cBs3u ¢ 6onesnbio mo npoekry camoro M.E. PennHa
Obl1a CKOHCTPYMPOBaHa OpUTMHAIbHASI TIOJBECHAsI TTaJIi-
Tpa, KOTopasi KpeIJIach Ha IosIce TIPY MIOMOIIY PEMHE,
YTO JaBajo BO3MOXHOCTb OCBOOOAUTHL 00€ PYKM IIJIsT 00-
JieryeHus padorthl (puc. 1).

B 1898 . Peniun nucan 2Kupkepuuy: «...Iluiry neBoit
pyKoii, mpaBasi nepeyromjeHa». B ouorpadpuueckux mc-
TOYHUKAX HET HUKAKUX YIIOMMHAHWI 0 O0JIEBOM CUHAPO-
Me€ B IIPaBoii pyKe (4TO, KOHEYHO, HE OCTaJI0Ch ObI HEOT-
MEYEHHBIM), OHA «yCTacT», «IIepeyTOMJIeHa», «cjaba»
M OTPAaHMYMBAET TBOPUYECKUE BO3MOXHOCTU XYIOXHUKA.
WmeroTcst ymoMMHaHMS O TOM, 4TO y PenmHa Oblia aTpo-
(st MBI MeXIy OOJIBIIIMM M yKa3aTeIbHbIM MaJlblIaM1
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Puc. 1. 4.E. Penun 6 macmepckoii é [lenamax, 1905 e. Apxue my3es-ycads-
ovt U.E. Penuna «Ilenamor»

Fig. 1. I. Repin in the workshop in the Penates, 1905. Archive photo. Archive
of the I. Repin’s museum-estate “The Penates”

npaBoii KUCTH. CBEeEHMIT O IEPEHECEHHBIX XYIOXKHUKOM
TpaBMax (IepeIoMax KOCTeil pyK, KJIFOUHIL, [TO3BOHOYHM -
Ka) HeT.

Bbonesns He Melasia PenuHy 3aHUMaThCs (hU3UYECKUM
TPYAOM U B 11eJIOM IT0JIb30BaThCs MPaBOil BEpXHEl KOHeY -
HocThlo. Ha doromokyMeHTax OTYETIMBO BMIHO, YTO B
IJICYEBOM, JIOKTEBOM M JIy4e3aIlsICTHOM CycTaBax IpaBasi
pyKa XyaoXHUKa (pyHKIIMOHMpPOBaia, Obljla cOXpaHeHa
XBaTarteJibHas QYHKUMS MPaBoi KUCTU (puUC. 2).

Kaxk npu xus3Hu, tak u nocie cmeptu U.E. Periuna
00JIe3Hb, JTUIIMBIIAS €T0 BO3MOXHOCTU PUCOBATh ITPaBoOil
PYKOM M C KOTOPOM XYHTOXHHMK IPOXUI 0Kojo 40 Jer,
He ObUTa TUarHoctupoBaHa. OTCYTCTBHME IUarHO3a, MEIu -
LIMHCKOTO OOBSICHEHUs NMPUYMH Heayra MOPOIUIO P
JIOMBICJIOB I YMO3PUTEIbHBIX TCOPUIA, Kacalolumxcs 60-
JIE3HU XyHAoXHUKa. [1o omHO# 13 Bepcuil, MpUIMHAMU
00JIe3HU CTaId UHTEHCHBHAsT paboTa 1 ITOCTOSTHHBIE TTepe-
YTOMJICHHUSI, a TaKKe paboTa TSKeJbIMU KUCTIMU (pa3s-
Mepbl KOTOPBIX ITOPOii TpeBhIlaau MeTp). [lo muctuye-
CKoi1 Bepcuu, 060JIe3Hb BO3HUKIIA U3-3a TOTO, 4YTO PenuH
Hanucan kaptuHy «MBaH IposHbiit U cbiH ero MBan
16 HOs10ps1 1581 roga». [IpOTUBHUKY TTOJIOTHA 3asIBIISIIOT,
YTO XyTOKHMK M300pa3uil COOBITHS, HEe IPOMCXOIUBIIIIE
B peaJIbHOCTH, 3a YTO U ToruiaTuics [4].

JInddepenmmanbubiii quarnos. C esnbo auddepeHm-
aJIbHOI TMArHOCTUKY PACCMOTPUM 3a00J1eBaHUSI, KOTOPbBIE
MOTI'YT CONPOBOXIATHCS ABUTATeIbHBIMU HApyIICHUSIMU
DPYKU ¥ TUITOTPOMUEI MBIIIII KUCTH.

Ao e

Puc. 2. 4.E. Penun xonaem komaosan oas npyoa. Pomoepagpus H.b. Hop-
oman, 1899 e. Apxue mysesi-ycaovowvt U.E. Penuna «Ilenamor»

Fig. 2. I. Repin digging a pit for a pond. Photo by N. Nordman, 1899. Archive
of the I. Repin’s museum-estate “The Penates”

Hepeno-movimeunaa namoaoeus. PazHole BUIb aMHO-
Tpoduii (0OKOBOM aMHOTPODUUECKUI CKIEpO3), MOIU-
HeponaThy HOCAT CUCTEMHBIM XapaKTep, 0OBIYHO XapaK-
TEPU3YIOTCSI IBYCTOPOHHUM ITOPaKEHNEM KOHEYHOCTEM
M COKpaIaloT IPOIOJIKUTEIHLHOCTD XXKU3HU MAllMeHTOB.
Boine3np Xupasima xapakTepusyeTcsl C1aboCThiO U aTpO-
(ueit Mpl1ILL, TpenmylecTBeHHO B MuoTtoMax C7, C8, Thl
B OTHOM BepxHeil KoHeuHOCTU (okosio 90 % ciyvaes),
WM aCUMMETPUYHBIM ITOpaXkeHHeM 00erX BEpXHUX KOHEY-
HocTell (KpaiiHe peaKo BCTpedYaeTcsl CUMMETPUYHOE T0-
paxeHue pyk) (puc. 3). CpegHuii Bo3pacT Havyaja 3a0oJie-
BaHus — 18—19 ner. OT™MevaeTcsi BpeMEHHOE YCWIEHUE
MBIIIEYHOM CJIa00CTH TTPM HU3KOM TeMITepaType OKpyKaro-
e cpeasl [5, 6]. 3aboneBanue BriepBhle onmrcaHo Keizo
Hirayama B 1959 . KaK «l0BeHWJIbHas OMTHOCTOPOHHSISI MbI-
11eyHast aTpodus BepXHeit KOHEUHOCTU», 8 TEPMUH «MOHO-
Menuyeckass aMmuotrpodus» o6bl1 BBeneH M. Gourie-Devi

Puc. 3. Buo sepxnux koneunocmell y nayuenma c 6oae3uvro Xupasma. Om-
Meuaemcs 8bIpadNCeHHAs 2UNOmpogusi Moy, (cmpeaxu) npeonaeuss u Kucmu
npasoii pyku. Pomoepagpuu ni06e3rno npedocmasiervt COMpyOHUKAMU KAU-
Huku «Opmocnaiin» (e. Mockea)

Fig. 3. The view of the upper extremities of a patient with Hirayama disease.
There is marked muscle hypotrophy (arrows) of the forearm and right hand.
The photos were kindly provided by the staff of the “Orthospine” clinic (Moscow)
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1 coaBT. B 1984 1. laHHOe 3a00JieBaHKE YACTO HOCUT PErro-
HaJIbHBIN CITOpanuIecKuil XapakTep U BCTpeyaeTcs Ipeumy-
IIECTBEHHO Y MY>KYMH a3MaTCKOI'0 MPOVCXOXKIECHMS.

ITpoTuB 3TOIl Bepcur CBUIETEILCTBYIOT CIEIyIOIIe
JIaHHbIE: 3HAYMTEILHO MO3THUI 1e0I0T 3a00/1eBaHMS (OKO-
J10 50 niet), npuBep:keHHocTh U.E. PennHa K 3akaiuBaHUIO
1 paboTe NPy HU3KOM TeMriepaType (MMEOTCs BOCTIOMUHAHKS
mucarenst U.A. ByHnHa, onmychIBaloIIero BCTpeuy ¢ XyI0xK-
HUKOM B MacTepCKOIi, Ilie «MOpO3 Kak Ha ynauie») [3]. Yka-
3aHui Ha To, yTo U.E. PenuH B pogocaoBHOM UMeIT a3u-
aTCcKue KOPHU, HET.

Doxaavnasn popma oucmonuu moumy kucrmu. TepMuH
«ITMCYMH CITa3M» OMMCHIBAET HEBPOJOTMYECKUI CUHIPOM,
XapaKTepU3YIOLIUIACs CBOeOOpa3HbIM U30MpaTeIbHBIM pac-
CTPOMCTBOM MOTOPUMKHU PYKH, M3-3a KOTOPOTO MUCHMO
CUJIBHO 3aTPYIHSIETCSI UM CTAHOBUTCSI HEBO3MOXKHBIM,
TIPY 3TOM BBINOJTHEHUE IPYTUX TOHKUX IBAKEHUIN KUCTBIO
U MajJbllaMM, KaK MpaBUJIO, HE U3MEHEHO, HO TakKe Obl-
BaeT 3aTpyaHeHo. B 1700-¢ . «rmrcumii crma3m» paccMaTpH-
BaJIU KaK «O0JIE3Hb PEMECTICHHUKOB», HEPEAKO Ha3bIBAsI ETO
«IpodeccuoHaNbHOM cymoporoii». Bnepsblie knaccuguka-
LIMST 3TOTO HapyIIeHMs KaK (oKaabHON (hOpMbI AUCTOHUU
owuta maHa M.P. Sheehy u C.D. Marsden B 1982 . [7].
IIpu pokanbHOI AUCTOHUU HE ObIBAET aTPOMUU MBIIIILI,
KoTtopas Obla otmMeueHa y M.E. Penuna.

Ilocaedcmeus nepenecenno20 0cmpozo HApyuileHUS MO3-
208020 Kposooopauenus. VIHCy1bTbl OOBIYHO BOZHUKAIOT B
MOXXWJIOM BO3pacTe, OCTaBJISIOT MOCe ceOsl 04aroBbie He-
BPOJIOTUYECKHE CUMIITOMBI, IBUTaTeIbHbIE HAPYILICHUS,
MPEUMYILECTBEHHO 0 TeMU-TUITY, YaCTO SIBJISISICH TIPU-
YMHON cMepTu. XapaKTepHas KJIMHUYecKash KapTUHa
U T€YEHUE OCTPOrO HApYIIEHUSI MO3TOBOTO KpOBOOOpallie-
HUS He cOOTBEeTCTBYIOT Ouorpacduu U.E. Penuna.

Bepmeb6pozennasa namoaocusa. Ocmeoxondpos wieiitnozo
omadena no360HOMHUKA C XPOHUHECKOU 00OHOCMOPOHHEl padu-
kyaonamueti C7—C8. Ilpu nporpeccupoBaHUM JereHepa-
TUBHBIX U3MEHEHU B IIEWHOM OT/AeJIe TO3BOHOYHMKA,
yCyryOJICHUM CTeHO3a IMT03BOHOYHOTO KaHaJla Jyalle BCero
pa3BUBaeTCs MUEOMNATU, MPOSIBISIONIASICS TPOBOIHM-
KOBOI CUMIITTOMAaTUKOM. B onuceiBaeMoOM citydae HEeT yKa-
3aHUI Ha XapaKTepHBII 00JIEBOM paauKYISIPHBIN CUHIPOM,
OrpaHWYEHME MTOABUXKHOCTHU B IIEHOM OT/Ie/ie TTO3BOHOY-
HUKa, YIIOMUHAHUI O TPOBOIHMKOBBIX HAPYIICHUSIX.

Iliexconamus ¢ ghopmuposanuem ducmaivHo20 napesa
no muny Jlexcepun-Karomnke. IT0 HEBPOJOTMUECKOE Ha-
pylueHue onucaHo ABrycroit HexepuH-Kimomnke B 18851
JucTanbHbIi Tape3 00yCa0BIeH MOBPEXACHUEM HUKHUX
cTBOJIOB uiedyeBoro cruietreHust (C8—T1) u nposiBisieTcst
JIBUTaTEJIbHBIMU HApYLIEHUSIMU B AUCTAJIbHBIX OTAEJIaxX
BEepXHell KOHEYHOCTH, KOTOPbIE BAPbUPYIOT OT CHUZKEHMST
MBILLIEYHOM CUJIBI A0 aTPOGhUU MBIIIILL U fehopMalMu K-
CTU TI0 TUITy «KOITHCTas Jjana». [TalMeHThl XalayloTcs
Ha HeiipornaTuyecKylo 060Jb, KOTOpasi HauMHAeTCs B 1Iee
U pacIpoCTpaHsIeTCs 10 yIbHApHOU cTopoHe pyku. Hau-
OoJiee yacTol MPpUYMHON, TPUBOSIICH K TTape3y 1o TUITY
HexepuH-KioMIike, siBJIsIETCS] TpaBMa PyKHU C TUnepao-

IyKITMel 1 rpyObIM HaTSDKEHUEM HIKHETO CTBOJIA IJIEYeBO-
ro criieTeHus [8]. buorpaguyeckue MICTOUHUKIY UCKITIOUA-
0T 3HaUMMBbIe TpaBMbI 1 0oseBoil cunapom y M.E. Peniuna,
YTO IMO3BOJISIET UCKJIIOYUTh TAHHYIO ITaTOJIOTHIO.
Komnpeccuonno-umemuueckue mononeiponamuu.
B XIX Beke pa3Hble HapylLIeHUsT YyBCTBUTEBHOCTU B K1~
CTSIX PYK Ha3bIBAJIMCh aKporiapecTe3ueli, koropas ¢ 1890 &
paccMaTpuBaiach B MEAMIIMHCKUX YIeOHMKAX KaK OTAC/b-
Hoe 3a0ojieBaHue. TepMuH “acroparesthesia” ObUT mpea-
soxeH B 1890 1. J.A. Ormerod 1 mpuMeHsUICS ISl OITMCaHUS
MHOT'MX 00JIE3HE: KapIaaIbHOro TYHHEJIBHOTO CHHIPOMA,
HelipommaThu JIOKTEBOro HepBa, cuHApoMa PeitHo u T.I.
BbinBrragoch MHOXECTBO TUITOTE3 3TUOJIOTMH aKporape-
cTe3uu Ha rpoTsbkeHuM Beeid ee 100-eTHeit ucropun. Jlaxe
Paccen bpeiin (Russell Brain), kotopsiii B 1946—1947 1. 110-
Ka3aJl, YTO «CHHIPOM YaCTUYHOM aTpOohHU MBIIIIL TeHapa»
BBI3BIBACTCS HapylleHueM (yHKIIMY CPEIUHHOTO HEepBa
B pe3yJIBTaTe €r0 KOMIIPECCUHM B 3aIIICTHOM KaHaJjle, He BbI-
SIBWJI, YTO YyBCTBUTEJIBHBIC HAPYIIIEHUSI B KMCTH, TAKWE KaK
MapecTe3ny U 00JIM, YaCTO UMEIOT TO K& IPOMCXOXKICHUE.
BoineneHue cuHIpoMa KapraJbHOTO KaHala KaK OTIeTb-
HOT0 3a00JIeBaHMs 13 OOIIMPHOI TPYIIIBLI aKpOIapecTe3uil
npou3011LIo B KoHIIE 1940-x — Havase 1950-x romos [9]. s
CHHIpOMa KapHaJbHOrO KaHaJla XapaKTePEeH BbIpaXKeHHBII
HeliponaTuyeckuii 60J1eBoi CUHIPOM (OCOOEHHO B HOYHOE
U yTPEeHHee BpeMsi), TUMIO-, aTpodus MBI TeHapa
(puc. 4). Ha mo3nHux cragusix 6oyie3Hu (hopMupyeTcs ae-
dopMaLMsI KUCTHU TI0 TUITY «00€3bsIHbEN Jalbl», PUBO-
Id1Iast K HapyleH!o GyHKuuM 6obinoro naibua. OT-
CYTCTBHME yYKa3aHUI Ha XapaKTePHBI 0OJICBOIl CUHIPOM,
MapecTe3nu IejaeT TUITOTe3y O HaJIMYMU CUHIpPOMA 3a-
nsictHoro KaHaja y M.E. PerriHa HecocToSITeIbHOA.

Puc. 4. Pomoecpagpus xKucmeii nayuenma ¢ 08YCMOPOHHUM KAPNAALHBIM
cunopomom. Cmpeakamu yKazana sunompogus Mvlully, menapa, 6oaee @oi-
DpadceHHas creea

Fig. 4. A photo of the hands of a patient with bilateral carpal syndrome.
The arrows indicate the hypotrophy of the tenar muscles, more pronounced
on the left
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Komnpeccuonno-umemuneckasn Heliponamus 10Kmeeozo
Hepea. DTa MaToJIOTUs CBSI3aHa C BO3MOXHOCTBIO MOBPEXK-
JIEHMSI JIOKTEBOTO HEPBa B «y3KUX MeCTax» (TYHHEJISIX) Ha
YPOBHE JIOKTSI WK 3amsicTbsd. CUHAPOM KyOUTaJbHOIO
KaHaja — camas yacTas HeilpornaTus JOKTeBOTO HepBa,
pa3BUBAlOIIASCS BCIACICTBUE €T0 KOMIIPECCUM Ha YPOBHE
JIOKTEBOT'O CycTaBa. OTO paclpoCcTpaHEeHHas TYHHeJIbHast
HelporaTusl BEpXHMX KOHEYHOCTEl, BCTpevarolnasics
¢ yactoToit 24,7 cinydas Ha 100 Teic. yenoBek B rof [10].
KyOuTtanbHBIi CUHAPOM 4Yallle HaOJI0IaeTCsl Y MY>KUMH,
B Bo3pacte 40—50 net [11]. B 1878 1. BriepBbIe HelipoIaTUio
JIOKTEBOT'O HEpPBa Ha YPOBHE JIOKTEBOI'O CycTaBa B Pe3yJib-
Tate TpaBMbI JIOKTS onucain Ph. Panas, onHako TepMuH
«KyOUTaNbHbBII TYHHEJIbHBIN cuHApOoM» BBeau J. Feindel
u W. Stratford nump B 1988 . B GonbIIMHCTBE CiyyaeB
MEePBbIMU CUMIITOMAaMMU SIBJISIIOTCSI OHEMEHME U TTapecTe3uun
B 00JIaCTW MHHEPBALIMY JOKTEBOro HepBa. boseBoit cuH-
JIPOM pa3BuBaeTcs KpaitHe peako. I1o mepe mporpeccupo-
BaHUs 0OJIe3HM Pa3BUBAIOTCSI TUIIO-, aTPOMUU MBIIIILL
KUCTU: TUTIOTEHOPA, JJATOHHBIX M ThUTbHBIX MEKKOCTHBIX
mbi, [T u IV yepBeobpasHbix Mblil. Bo3HuKaloT rpy-
Oble IBUTATEIbHbIC HAPYILIEHWS] KUCTH, 3HAYUTEbHO Ha-
pyliaeTcs MOTOpUKa ABMXKEHUI maiblieB. B KoHeUYHOM
urore hopMupyeTcs aeopMarivs KUCTH 1O TUITY «KOTTH-
CTOW J1arbl».

Cundpom xanaaa luiiona. dnionuM «kaHan [uitoHa»
HOCUT MMs GpaHIly3CKOIro XMpypra, Kotopsiii B 1861 .
omnucajl aHaTOMUYECKUN (UOPO3HO-KOCTHBIN TYHHEb
BIOJIb MepeIHEMeINaTbHON YacTu 3amscThbsi. CUHIAPOM
KaHaja [iiioHa — OTHOCUTEILHO peaKas HeiporaTus JIOK-
TeBOIO HEpBa, BO3HUKAIOIIAs MPU €ro KOMIIPECCUM Ha
ypoBHe 3amsicThsi. OCHOBHBIMU NMTPUYMHAMM KOMITPECCUU
JIOKTEBOT'O HEpPBa Ha 3TOM YPOBHE SIBJISTIOTCSI HAJTUYUE CY-
CTaBHBIX FTAaHIJIMEB U XpOHUYECKAas TpaBMaTU3alls HEpBa
MPU TTOBTOPSIIOIIUXCS ABUXKEHUSIX KUcTH [12, 13].

HMMeroTcs pa3iuuusi Bo BHEIIHEM BuUje AechopMaiiuu
KUCTH, (hOpMUpPYIOILIEICS TTPU HEMPOIaTUM JIOKTEBOTO HEpBa
Ha pa3HbIX YPOBHSX, UTO HOCUT Ha3BaHUE «JIOKTEBOI Mapa-
JoKC». [Tpy mopaxkeHrr HepBa B 00JIaCTH 3arisICThs BO3HMKA-
eT crubaHue V-V najblieB Kak B MSICTHO-(DalaHTOBbIX, TaK
U B COOCTBEHHBIX CYCTaBaX YKa3aHHbIX MAJIbLIEB, YTO (hopMU-
pyeT ux 6ojiee «KOITUCTOe» moyoxeHue. [1py mopakeHun
JIOKTEBOTO HEepBa Ha YPOBHE JIOKTS HE OTMeYaeTcsl rpyooro
crubaHus B COOCTBEHHBIX cycTaBax [V 1 V najiblieB ¥ TaKUM
00pa3oM gedopmanyis KMCTH BBIIISIAUT MEHee BhIpakKeH-
Hoii [14].

W3 npuBeaeHHBIX UCTOPUYECKUX, OHMOrpapuuecKux,
JINTePaTypPHBIX, (poTorpacrnyecKnx TaHHBIX U TPOBEACH-
Horo nuddepeHIIMaTbHOro arHo3a cieayeT, YTO Hau-
bonee BeposiTHOI matosorueit M.E. PenuHa O6bu1a KoM-
MPEeCCUOHHO-UIIeMUYecKas HelpomaTtuss MpaBoOTo
JIOKTEBOI'O HEpBa. YUUThIBas I10J1, BO3pacT AebroTa 601e3-
HU, BBICOKYIO YaCTOTY BCTPEYaEMOCTH, BEPOSITHEE BCETO,
YTO XYAOXHUK CTpajal HelponaTuei JIOKTEBOro HepBa
B KyOUTaJIbHOM KaHaJjie, MEHee BEPOSITHO — YTO Y HEro
HUMeJICcsl CUHAPOM KaHaja [uitoHa.

PackpbiTHe Taiinbl. AHAJIN3 UMEIOIINUXCS TaHHBIX 10~
3BOJISIET C(hOpMHMPOBATh HalboOJIee BEPOSITHYIO TUIIOTE3Y
0 0osie3HU XymoxHuKa. OgHako 3Ta MH(GOpMaLus HOCUT
TEOPETUICCKMI1 XapaKTep, W JJIsT YCTAHOBJICHUS AUarHo3a
TpebyeTcst BecoMoe (haKTUIEeCKOE IMMOATBEPKICHME.

Y 3HaMEHMTHIX JIIOJEH TOrO BPEMEHU YaCTO CHUMAJIN
MOCMEPTHBIE MAacKU, a Y XyJIOXHUKOB — CJIEIOK PYKH,

TOM 14

Puc. 5. @omoepagus nocmepmuoeo caenxa npagoii pyku H.E. Penuna.
Myseii-ycaovoa U.E. Penuna «Ilenamors

Fig. 5. Photo of the posthumous cast of 1. Repin’s right hand. The I. Repin’s
museum-estate “The Penates”

Puc. 6. Domoepagus kucmu nayuenma ¢ CuHOpOMOM KyOUMAanbHO20 KaHAa-
aa cnpasa. Konmpakmypa no muny «xoemucmoti Aano»: ampoust Moluiy
Kucmu (cmpeaku), coenymoe noaoxcerue 1V, V nanvyes

Fig. 6. A photo of the hand of a patient with cubital syndrome. Claw foot type
contracture: hand muscles atrophy (arrows), bent position of IV, V fingers
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KOTOPOI OHM CO3/IaBaJId M3BECTHHIE BCEM IIEAEBPHI. Tak
u cbiH W.E. Periuna, FOpuit Mnbuu PenuH, nocie cmeptu
OTLIAa CHSIJI CJIETIOK C €ro MpaBoii pyku (puc. 5). B nuceme
B.®. 3eenepy ot 8 centsiopst 1934 . Bepa MnbuHuyHa
PennHa, crapuras nous Mnsu EdumMoBuua, coobiana:
«bpar nepeHec puHamIeKale eMy Bl B CBOA JOM.
Y Hero oyeHb ymayHast Macka, IOCMEpTHasl, ¢ Tallbl, TOY-
HO T1aTla CIIUT M €T0 pyKa...».

Ha ¢ororpaduu cienka npaBoil KUCTU XyIOXHUKA
OTYETJIMBO BUIHBI U3MEHEHMSI, XapaKTepHbIe s nedop-
MalyM MO TUIY «KOTTUCTOH JIarbl», BOZHUKAIOIIEH MpuU
MPOTPEeCCUPYIOIICH HepoITaTUX JIOKTEBOTO HEpBa: aTpo-
(ST MBI TEPBOrO MEXITAIbIIEBOIO ITPOMEXYTKA, Yep-
Be0Opa3HBIX M MEKKOCTHBIX MBIIIII, yMEPEHHOE COTHYTOE
MOJIOKEHNEe MU3WHIIA U OE3BIMSHHOTO Tajbla (puc. 6).
OTCyTCTBHE CrM0aTeIbHON KOHTPAKTYPhl B COOCTBEHHBIX
¢ananrax IV u V nanbleB yka3piBaeT Ha MPU3HAKKU TO-
paXkeHUsI JIOKTEBOTO HepBa Ha YPOBHE JIOKTEBOTO CyCTaBa.
ComnocTaBjieHre BHEITHETO BUJa MMOCMEPTHOIO ClIeIKa
npasoit kuctu M. E. PenuHa u pyku naumeHTa ¢ KyouTaib-
HOM HelponaThei, OTCYTCTBUE TPaBMaTUIECKOIO aHaM-
He3a, 00JeBOro CUHIPOMAa, COXpaHEHUE aKTUBHBIX JIBU-
KeHMI B CycTaBax IpaBOM PyKHM XYIOXHHUKaA, HeOIOT
3abosieBaHus B Bo3pacTe 40—50 set, minTeabpHas Mpoaoa-
KUTEJIBHOCTD XKU3HU Ha poHe 3a00eBanud (86 jrer) 1mo-
3BOJISIIOT PETPOCIIEKTUBHO YCTAHOBUTD TMArHO3; KOMITPEC-
CHOHHO-UIIIEMUYeCcKass HeporaTUsl IPaBOTo JOKTEBOTO

HepBa, TMIOTPOMUS MBIIIIL TTPaBOil KUCTH ¢ GOopMUPOBa-
HHEM KOHTPAKTYPHI ITO TUITY «<KOTTHCTO JIarbl».

3aknioyeHue

JlaHHble TpoBeeHHOTO MMM bepeHIIMATBHOTO IMarHosa,
JIMTepaTypHble U (hoTorpadhndecKrue MCTOUHUKM, BHEITHUIA
BUJI [IOCMEPTHOTO CJIETIKA ITPaBOi KUCTU XYIOKHUKA YKa3bI-
BalOT Ha TO, YTO MpuuurHoii 6one3un Unbu Edpumonuya Pe-
MHa ObLIa TIPOrpeccUpyolas TYHHeIbHas HeliporaTust
MPaBOro JIOKTEBOTO HEpBa — PaclpocTpaHeHHOE 3a00J1eBa-
HUe, yacTo BcTpevaroleecs y My>kurH 40—50 net. [Topaxe-
HME JIOKAJIM3yeTCsl Ha YpOBHE KyOMTAJIbHOIO KaHajia, 4To
MPUBOAUT K aTpODUM COOCTBEHHBIX MBILIIL KUCTU U TPyOOMY
HapYLIEHUIO IBUTaTeNbHOM yHKIMN. [TprBeneHHbIE NCTO-
pUYECKHE CBEICHUST O Pa3BUTHH MPEACTABICHMIA O OOJIC3HSIX
nepudepruIeCcKIX HEPBOB CBUAETEIBCTBYIOT O TOM, UTO 1A~
THO3 HE MOT OBITh YCTAHOBJICH IIPU XXW3HU XYIOXHUKA.
K coxaneHuto, HEBO3MOXHO ITOBEPHYTb BCIIATh BPEeMsI
U BOCIIOJIB30BAThCS TOCTYDKEHUSIMU COBPEMEHHOM MeIUIIN-
HBI, KOTOPbIE [IO3BOJISIIOT YCTAHABIIMBATL TUArHO3 HA paHHUX
CTaausIX OOJIE3HU U YCIIEIITHO JICUMTD MAIIIEHTOB C KOMIIPEC-
CHOHHO-UIIEMUYECKOM HeipoIaTueli TJOKTEBOro HepBa.
OnucaHHbIN KIMHUYecKuit ciydait 6one3nu W.E Penuna
JIEMOHCTPHUPYET HECOKPYIIIMMYO TBOPYECKYIO BOJIIO, IIPEOI0-
JICBAIOIIIYIO JTIOOBIE TIPEMSITCTBYS 1 TAPYIOLIYIO BO3MOXHOCTh
MmopaxarbCcsl MacTepPCTBY KMBOIMCIIA MTOTOMKaM, Iaxe
HE M0103peBaIOIIMM, KAKUMU TPYIaM1 OHO JOCTUTHYTO.
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CnuHanbHas mblweyHas atpodus (CMA) 5q — 0fHO M3 caMblX PacNpOCTPAHEHHbIX HACNEACTBEHHbIX HEPBHO-MbILUIEYHbIX
3aboneBaHuil y fieTeil C ayTOCOMHO-PELLECCUBHBIM TUMOM HAacNef0BaHUA. [OMO3UTOTHas fieneLuns 3Kk30HOB 7 unu 7-8 reHa
SMN1, kopupytoliero 6eNoK BbIXXMBAEMOCTU ABUTaTENIbHOTO MOTOHENPOHa, OTBETCTBEHHA 3a 95 % cnyyaes. 3abonesaHue
XapaKTepu3yeTca HeYKNOHHO MPOrpecCcupyloLMM Te4eHneM C Pa3BUTUEM Nape30B, MblWeYHbIX aTpOduii, yTpaToi paHee
NpUOGPETEHHBIX MOTOPHBIX HABLIKOB, AibIXaTebHOI HefocTaTouHOCTH U AedopMaLmit ckeneta. B nocnegHue rogpl BHe-
APeHMe naToreHeTUYeCKON Tepanum 3Ha4MMo U3MEHNNO TPaeKTopUIo ecTecTBeHHOro TeueHns CMA: nauneHTsbl BBKUBAIOT,
BOCCTaHaBNMBAIOT pPaHee yTpaueHHble MOTOPHblE HaBbIKW U NpuobpeTaioT HoBble. KnuHnyeckas knaccudukaums, BKiio-
yalolwas 5 TUNOB, LOCTOBEPHO He OTpaxaeT (YHKLUOHANLHOE COCTOAHME pebeHKa B fuHamMuke. B 2005 r. 6bina npep-
NoXeHa KnaccuduKauua no GyHKLMOHANBHOMY KNaccy C y4eTOM TeKyliero CTatyca nalueHTa: HeCMasunii (nexayui),
CnUpAYNiA, xoaaumit. B ctatbe onucaHbl MCTOPUYECKM CNOXKMBILNECA MOHATUA QYHKLMOHANBLHOIO KNacca y nalueHToB
co CMA v ucnonb3yemble B KTMHUYECKUX UCCNEA0BAHNAX U HabMoAeHUAX. Ha ocHOBaHUM aHanu3a AOCTYNHON auTepary-
pbl HaMW NpPeAnoXeHbl KpUTepumn oTHeceHua nauueHToB co CMA K onpepeneHHOMY (YHKLMOHANLHOMY Knaccy, faHbl
peKoMeHAaLNK Mo MCNONb30BAHMIO KNacCUuUKaLnmu B peanbHOM KIMHUYECKON NPaKTUKe.

KnioueBble cnoBa: cnuHanbHas MbllweyHas atpodus, SMN, MOTOpHbIe HaBblkM, HYHKLMOHANBHDINA KNacc, nexaynii, He-
CUASYUIA, CUAAYNIN, XOOAYUI
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Spinal muscular atrophy 5q (SMA) is one of the most common inherited neuromuscular diseases in children with
an autosomal recessive type of inheritance. Homozygous deletion of exons 7 or 7-8 of the SMN1 gene encoding
the motor neuron survival protein is responsible for 95 % of cases. SMA is characterized by a steadily progressive course
with the development of paresis, muscle atrophy, loss of previously acquired motor skills, respiratory failure and skeletal
deformities. The introduction of pathogenetic therapy in recent years has significantly changed the trajectory of SMA -
patients survive, restore previously lost motor skills and acquire new ones. The clinical classification, which includes
5 types of SMA, is currently not a reliable reflection of the functional state of the child in dynamics. In 2005, a func-
tional classification was recommended based on the patient’s current status: non-sitters (lying), sitters, and walkers.
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The article provides a summary of historical concepts regarding functional classification in SMA patients, as well
as the criteria used in clinical trials and observations. We proposed criteria for categorizing SMA patients into a specific
functional class by analyzing the available literature and making recommendations on using the classification in real

clinical practice.

Keywords: spinal muscular atrophy, SMN, motor skills, functional class, lying, non-sitting, sitting, walking
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BBepeHue

CnuHanbHas MblieyHast atpogust (CMA) 5q — Ha-
CJIEICTBEHHOE ayTOCOMHO-PELIeCCUMBHOE HEPBHO-MBbIIIEY -
Hoe 3aboJieBaHue, 00YCIIOBJICHHOE TOMO3UTOTHOM Jejie-
ueit 7-ro unu 7—8-ro a3k30HOB reHa SMN I (survival motor
neuron | — reH BBDKMBaeMOCTU MOTOHENHPOHOB). epuiur
6enka SMN NpuBOIUT K AereHepauun anbda-MOTOHEH-
POHOB MEePEIHUX POrOB CIIMHHOTO MO3Ta 1 CTBOJIA FOJIOB-
HOTO MO3ra, YTO SBJIACTCS NMPUYMHON aTpoduu U mpo-
IPECCHUPYIOIIEe MBIIIEYHOM Cab0CTH pa3HBIX TIPYII
mbi. CMA nipeacraBisieT co0oil IMPOKUI CeKTp he-
HOTHIIOB OT TSDKEJIbIX (hOPM C AeOI0TOM B IIEPUO.T BHYTPH -
YTPOOHOTO pa3BUTUS IUIOAA IO OoJiee JETKUX C JeOI0TOM
BO B3POCJIOM BO3PacTe 1 MMHUMAJIbHBIMUA KIMHUYECKUMU
nposiieHusiMu. EctectBeHHOe TeueHue CMA nMeeT He-
YKJIOHHO MPOTPECCUPYIONIMI XapaKTep C yTpaToi paHee
MPHOOPETEHHBIX MOTOPHBIX HABBIKOB, PA3BUTHEM JTbIXaTe/Th-
HOI1 HEIOCTaTOYHOCTHU U Jedopmannii ckeneta [1—5].

B 1992 r. Ha 4-M 3acenaHun MexXIyHapOIHOTO KOH-
copuuyma nmo CMA (bonH, I[epmanus) nmoa arunoii EBpo-
MEMCKOTO HepBHO-MbImeyHoTro IieHTpa (European
Neuromuscular Centre, ENMC) 6b11a npeioxxeHa Kiav-

Taomuna 1. Kiunuueckas knaccugurayus cnunaibHou MyluleuHoU ampoguu
Table 1. Spinal muscular atrophy clinical classification

Huueckas kjaaccudukauus CMA, BKiItovaromas 5 TUIIOB
B 3aBUCHMOCTHU OT BO3pacTa nebioTa U MaKCUMaJIbHBIX
JBUTATEIbHBIX HaBBIKOB (Tab:1. 1) [6—10].

OnHako IpeIokeHHass KIIMHUYecKast KjlacCu(uKaimst
HE OTpaXkaeT IBUTaTe/IbHBIN CTaTyC MallMeHTa B TMHAMUKE,
a JIMIIb TEMOHCTPUPYET MaKCUMAaJIbHBIN YPOBEHb JOCTUT-
HYTBIX MOTOPHBIX HaBBIKOB Npu MaHudecranuu CMA.
B cBs3u ¢ atum B 2007 I. B KOHCEHCYCHOM 3asIBJIEHUU
o craHaapte JieueHruss CMA peKOMEeHIOBaHO OCYIIIECTBIISITh
MOHUTOPHHT MaleHTOB co CMA ¢ y4eToM TEeKYIIMX MaK-
CUMAaJIbHO BO3MOXHBIX JBUTaTeIbHBIX ((DYHKLIMOHATbHBIX)
HaBBIKOB, T.¢. X ¢yHKIHOHaIbHOro Kiacca (DPK) [11].
Torma e BHepBble ObLIM TaHbI PEKOMEHAALIMU 10 YXOIYy
M HaOJIONEHMIO 3a MAallMeHTOM B 3aBucumoctu ot ®K:
Hecuasguyue (non-sitters), cuassume (sitters) m xomsiuuve
(walkers). Ho o6cyxxmaembie oHstist @K Hocwim auinb
OoInurcaTeIbHBIN XapakTep, He ObUIM BBEICHBI YSTKUE KPHU-
TEePUU OTHECEHMSI MalleHTa K TOMY UM MHOMY Kiacey [11].
B 2017 r. BriepBbIe OMYOJIMKOBAH €BPOIEMCKUIA TTPOTOKOJ
TREAT-NMD (Translational Research in Europe for the
Assessment and Treatment of Neuromuscular Diseases —
TpaHCJISILIMOHHBIE MCCIIeoBaHUs B EBporne misi olieHKHU

SMA type Age of onset Maximal motor milestones
CMA O BryTpryTpo6HO Het
SMA 0 Prenatal None
CMA 1, wiu 6one3nb Bepaaura—Toddmana <6 mec TTaumeHTE He MOTYT EPEBOPaTHBATECA,
SMA 1, Werdnig—Hoffmann disease <6 months HE CHIAT 63 IO/ICDXKH
! Patients are not able to roll over, not sitting without support
CMA 2, wiu 607e3Hb JlyooBulia 6—18 mec [MarmeHTs MOTYT CUIETH 6€3 TOAIEPKKHU, HE MOTYT XOIUTh

SMA 2, Dubowitz disease 6 to 18 months

CMA 3, wim 6o0ne3Hb Kyrensoepra—Bemanmep >18 mec
SMA 3, Kugelberg—Welander disease >18 months
CMA 4, B3pocnas ¢hopMa >18 ner
SMA 4, adult form >18 years

Ilpumeuanue. CMA — cnunanvHas moiueuHas ampogus.
Note. SMA — spinal muscular atrophy.

Patients able to sit without support, unable to walk

TTanreHTBI MOTYT CTOSATh Y XOOUTH 0€3 TTOIIE PXKKI
Patients able to stand and walk without support

Ha].[I/IeHTLI MOTI'YT CTOATb U XOOUTH oe3 IOAACPKKHN
Patients able to stand and walk without support
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1 JICYeHUsI B 00JIACTU HEPBHO-MBIIIEYHBIX 32001 BaHMUIA)
10 MYJBTHIVMCLUIUIMHAPHOMY HaOJIIOACHUIO 3a MalueH-
tamu co CMA, ocHOBaHHBIN Ha MX pasaeiaeHnu mo OK
(tabax. 2) [12].

Taoauna 2. Dynkyuonavhvle Kaaccwl 0emell U 63pocabix ¢ OUASHO30M
CHUHAAbHOLL MbIUEYHOU AmMpPoduL 6 COOMEEeMCcmaUY ¢ MeJCOYHAPOOHbIMU
cmandapmamu TREAT-NMD neuenus cnunanbHoil MblueuHoi ampoguu
2017e.[12]

Table 2. Spinal muscular atrophy functional classification, guidelines on
international TREAT-NMD standards of spinal muscular atrophy care 2017 [12]

Functional status

Hecunsguue Te, KTO He MOXKET CUAETH
Non-sitters Those who are unable to sit

Cunsaue Te, KTO MOXET CUIETh, HO HE MOXKET XOIUTh
Sitters Those who are able to sit but cannot walk
Xonsuure Te, KTO MOXET XOIUTh

Walkers Those who are able to walk

B poccuiickux KIMHUYECKUX peKoMeHaauusIx « Criu-
HaJibHas MblllIeuyHasi aTpodust 5q y geteii» ot 2023 1. mis
JIy4leit ananTaluyuu K pyCCKOSI3bIYHOM ayTUTOPUU TEPMUH
DK «Hecuasunit» 3aMeHeH Ha «jiexkaunii» [10]. Bee mon-
XOIbI K ONpeieSIeHUI0 00beMa 00CIeIOBaHMS, BBISIBJICHUIO
OCJIO)KHEHUI, HEOOXOIUMON MEXIUCHMIIMHAPHON MO~
MOILIM, a TAKXXKe PeKOMEHIAIHY TT0 OPTONeANnYECKO Kop-
PEKLIUM U peadUInTally B KITMHUYECKUX PEKOMEHAAITUSX
ITOCTPOCHBI Ha TIPUHIIMIIE pa3aesieHus manreHToB Ha PK:
Jiexxauure, CUISTIue, XOIsiuue.

K HacrosiiieMy BpeMeHu B Poccuu 3aperucTpupoBaHbl
3 nmpemnapara 3TuonaToreHeTuueckoit tepanuu CMA: Hy-
cuHepceH [13], pucoumniam [14] 1 oHaceMHoOreHa abernap-
BoBeK [15]. CoBpeMeHHBIE METObI JICUEHHUSI CYILIECTBEHHO
n3MeHw I TedyeHne CMA: yBeTMUMBaIOTCSI BBDKMBAEMOCTb
U TIPOAOJIKUTENBHOCTD KU3HU MAllUeHTOB, YIy4YIIa0TCs
MOTOPHOE pa3BUTHE U QPYHKLMOHAIbHBIE BOZMOXHOCTH.
Bce 310 npuBoIHT K M3MeHeHMIO cxogHoro @K [16—35].
Jlns1 onipeniesieHust MOTOPHOTO CTaTyca, OLIEHKU €CTeCTBEH-
HOTro TeYeHUs1 00JIE3HU U MOHUTOPUHTA 3G (EKTUBHOCTH
Tepaliu B HacTosIIIee BpeMsl TOBCEMECTHO MCITOIb3YeTCs

Tabmuua 3. OcrosHble ucnonb3yembie MOMOPHble WKAAbL 045 OUEHKU 08UAMEAbHbIX HABLIKOG NPU CNUHANLHOL MblieHOU ampoguu
Table 3. Main motor scales used for assessing motor skills in spinal muscular atrophy

Scale

Application age

Patient’s functional status

HeBpOJIOF NYECKOE O6C.TIC,I[OBaHI/Ie MJIaACHLIEB XaMMCpCMI/IT,
pasnen 2 (HINE-2)* [36]
Hammersmith Infant Neurological Exam, part 2 (HINE-2)* [36]

Tect nerckoit GonbHMIIBI Prtaneabhuu IS OLleH-

KU IBUATATEIbHBIX (DYHKLM TPY HEPBHO-MBIIIEYHBIX
3aboneBanussx(CHOP-INTEND)* [37]

The Children’s Hospital of Philadelphia Infant Test of Neuromuscular
Development (CHOP-INTEND)* [37]

PacmupenHas nikana olieHKM MOTOPHBIX (OYHKIIMI OOJTbHULIBI
Xammepemut (HFMSE)* [38]
The Hammersmith Functional Motor Scale Expanded (HFMSE)* [38]

[lepecMOTpeHHBIIT MOYJTh OLIEHKY MOTOPHOU (DYHKIINHT
BepxHUX KoHeyHocTelr (RULM)* [39]
Revised Upper Limb Module (RULM)* [39]

Ouenka nsurarenbHoit dynkuun (MFM-32)* [40]
Motor Function Measure (MFM-32)* [40]

O1reHKa HePBHO-TICUXUYECKOTO Pa3BUTHS MJIAICHIICB U JeTel
paHHero Bo3pacta Bayley-I11* [41]

The Bayley Scales of Infant and Toddler Development, 3™ edition
(Bayley-II1)* [41]

Tect 6-MuHyTHOI X0mb0bI (6MWT)* [42, 43]
6-minute walk test (6MWT)* [42, 43]

Tect xomp0b! Wuti Gera 10 M (1I0MWRT)* [44]
10-Meter Walk or Run test (1I0MWRT)* [44]

C 2 et u cTapiie
From 2 years old and up

C 2 et u cTapiie
From 2 years old and up

C 2 niet u crapiie
From 2 years old and up

C 0 go 3 ner
From 0 months to 3 years

C 3 5iet u crapiie
From 3 years old and up

C 3 jeT u cTapie
From 3 years old and up

C 0 mec JIo6oit
Since 0 months Any type
C 0 Mec, BKJII0Yasi B3pOCIbIX Jlexxaune
From 0 months and adults Non-sitters
C 0 mec 10 2 et Cunsane
From 0 months to 2 years Sitters

Cugsguue v Xoasgaue
Sitters and walkers

Cugsguue v Xoasgaue
Sitters and walkers

JI1060i11
Any type

JI1060i1
Any type

Tonbko xonsguune
Walkers only

Tonbko xonsuue
Walkers only

*[llkana 6 Poccuiickoit @edepayuu ne 6aruduposana, 0as ee UCNOAb306aAHUSL HEOOX00UMO cneyuaibHoe ody4enue.

*The scale is not Russian validated and special training is required for its use.
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KJIMHUYeCKasl OlleHKa MOTOPHBIX HABBIKOB IO (DYHKIIMO-
HaJIbHBIM peJIEeBAHTHBIM MOTOPHBIM IIIKajJaM U TeCTaM
Ha Bpewms [10] (Ta6u. 3).

Tak Kak B HacTosIIIIee BpeMsI HET OOIIETIPUHSITOTO MHE-
HUSI O TOM, KaKOro MalueHTa CYMTATh JIeXKAUYUM, CUASTINM,
XOASYMM, MBI BUAMM BaXXHOCTh pa3le/IeHUS MallMeHTOB
co CMA Ha @K cornracHO c(hopMyIMPOBaHHBIM KPUTEPH -
IM. DTO TOMOXET BpayaM MYJIBTHIUCIUTUIMHAPHON KO-
MaHIbl OLICHWBAaTh COCTOSIHUE IAallMEHTOB B TMHAMUKE
U OIPEACNISITh 00BEM HEOOXOIMMON MEAULIMHCKOM I10-
MOIIIH, a TAKXKE 1aCT BO3MOXKHOCTh O000IIUTD JOCTYITHBIE
JaHHbIe 00 3()(EKTUBHOCTU MATOI€HETUYECKOM Teparmu
CMA.

Lenb nyoiukKamy — BHECEHUE MpeAsIoXKeHU 1o ¢op-
MYJIMPOBAaHUIO KPUTEPUEB JUTS UCTOPUYECKU CIIOXKUBIIIMX-
cs1 @K CMA Ha OCHOBaHMY aHaJIN3a JINTEPATyphl, Pe3yilb-
TaTOB KJIMHUYECKUX MCCIEIOBAHUI M pealbHOM
KJIMHAYECKOM MTPaKTHKH.

OnpepeneHue NOHATUN (DYHKLMOHANBHBIX

KN1aCCOB B Pa3HbIX UCTOYHUKAX JIUTEPATYPbI

[IpoaHann3upoBaHbl pa3Hbie ICTOYHUKY JIUTEPATYPhI
(1971—2024 rr1.), BKJItoYasi HabIroAaTeIbHbIE KOTOPTHbIE
WCCJIEIOBaHMSI, CTaHAAPThI M JaHHBIC PeabHOMN KIIMHUYE-
CKOI MPaKTUKH, TJIe OLIEHUBAIOCh U3MEeHEHUE (hYHKIIMOHATb-
HOTO COCTOSTHUS MateHToB co CMA Kak IpH eCTECTBEHHOM
TeUeHUU, TaK U Ha (DOHE ITPOBOAMMON TTATOTeHETUUECKOM
Tepanuu. B Tab. 4 mpeacTaBaeHO pasnelieHUe MallueHTOB
Ha @K, ucronb3yeMble B CTaHIapTaX, KOHCEHCYycaxX, KIv-
HUYECKMX MCCIIeIOBaHMSIX, a TAKXKE PErMCcTpax MalllieHTOB
co CMA B pa3HBbIX CTpaHax MUpa.

ITokazaHo, YTO OCHOBHBIC CTAHIAPTHI OKA3aHUS Me-
JTUIMHCKOM MmomMoliu rnamueHTaMm co CMA umerot onuca-
Hust @K 6e3 yeTKUX KpUTepreB TOCTYKEHUST MOTOPHBIX
HaBbIKOB [9—12, 49, 50].

OnucaHue MOHATHS JIeKaunX MalMeHTOB MPaKTUYECKU
HE UCITOJIb30BaJIOCh. B psime vcciienoBaHuii JaHO CIIemy-
Iolliee omnpeeIeHue: «JiexXauuii» MaleHT — 3TO MallMeHT,
HE TOCTUTIINIA HaBbIKa CUICHUS O6€3 OTIOpPHI U He CITOCO0-
HBbIi BBITTOJIHUTH KpUuTepuu cugsdero [11, 12, 17, 23-25,
27,49, 51-55, 57, 58].

OnucaHue KpUTEPUEB «CUASINX» TTAIIMEHTOB ITPUBO-
JIATCS JIIIb B OTACAbHBIX MCTOYHUKAX. B OOJIbIIMHCTBE
HCCIIEIOBAHUI IO CUISTYMM TTOAPAa3yMeBaeTCs MallieHT,
CIOCOOHBIN cuueTh 6e3 onops! [11, 12, 16, 2327, 31, 35,
49, 56—59]. KputepusmMu caMoCTOSITEIbHOTO CUIEHS 06e3
OIopkI ObUTH: 10 BceMMpHOI opraHU3alliy 31paBoOXpa-
HeHnus (BO3) — cugenue 6e3 onopsl B TeueHue 10 ¢, mo
mkaje BSID-III (mmm. 22 u 26 cydTecTa OLleHKH KPYITHOM
MOTOPHUKHU) — cUeHUe 0e3 oropsl B TedeHue 5 u 30 ¢ co-
otBeTcTBeHHO. [1o mKkane MFM-32 B psiae uccienoBaHuit
1 6ayuty B 11. 9 COOTBETCTBYET CITOCOOHOCTH CHIETH C OIIO-
poli Ha OJTHY PYKY B TeueHUe S ¢ 1 noJjblie. B psaae uccie-
JIOBaHWI He yKa3aHO BpeMs yAep>KaHUs NTaHHOM TO3bI
60 ucnoib3oBanach mkana HINE-2, B koropoii Bpems
CaMOCTOSITEJILHOTO CHIEHMS TakxKe He ompeneneHo. Co-

OTBETCTBEHHO, XapaKTePUCTHUKA CUISIYETO MallMeHTa Ba-
PBUPYET OT CIIOCOOHOCTU CHACTh, ONMMPAsICh OTHON WM
JIBYMsI BEpXHMMU KOHEYHOCTSIMHU, B TeYCHHUE 5 C 10 BO3-
MOXHOCTHU cUAETh 06e3 ormopsl 30 ¢ [16—18, 20—31, 3335,
51, 52,55, 57, 58].

JIJIs1 onucaHus «XOITIMX» MMAlMEHTOB B HEKOTOPHBIX
MCTOYHUKAX MCITOJIb3YETCS OIpeIe/ICHUE «IIalleHTHI, 10-
CTUTIIME HaBbIKa CAMOCTOSTEIBHOM XOMb0bI» O3 yTOUHE-
HUSI cniocoba mepeMelleHUus1 (C ormopoi uiau 0e3 Hee),
B IPYTUX — «IOCTHUTIINE HABbIKA CAMOCTOSITEIbHOM XO/Ib-
ObI Oe3 momaepxkku» [11, 12, 16, 23-27, 31, 35, 49, 56—59].
Bce olieHKM IpOBOAMIMCH O3 UCIIOIB30BAHUS CIICLIMATII -
3UPOBAHHBIX TEXHUYECKUX U OPTOIEAMYECKIX ITPUCITOCO-
oseHuit. OnpeneIsioUMU JaHHBIN HaBBIK KPUTEPUSAMM
OBLIM BapyaHThI 0¢3 YTOUHEHMS IPOMIEHHOM TUCTAHIINH,
JIM00 HE MEHbIIIE 5 CAMOCTOSITEJIbHBIX 1IaroB (KPUTEPUHU
BO3 u mikana BSID-III, m. 43, cy0TecT OLIeHKM KPYITHOM
MOTOPUKH), Tu60 10 M 63 MOCTOPOHHEN MOMOILLU, 100
oosbiie 4 maros (=2 6amnoB 1o 1. 20 mkaisi HFMSE).
CoOTBETCTBEHHO, (DYHKIIMOHAIBHBIN CTATYC «XOISTUUiA»
10 KPUTEPHSIM Pa3HbIX ICTOYHUKOB OXBAaThIBACT AUAa30H
OT BO3MOXHOCTH CaMOCTOSITEIbHO XOIUTh, HO 06€3 yToY-
HEHUs KOJIMYECTBA LIAroB, 10 MPEONOJIEHUS AUCTAHLUN
10 m [16, 19-35, 52, 55, 57, 58].

Takum 00pa3oM, Ha OCHOBAaHUM JaHHBIX M3 pa3HbIX
HMCTOYHUKOB OMMCAaHWE OJHOIO M TOTO Ke MalueHTa OT-
JIMYACTCS B 3aBUCUMOCTH OT UCIIOJIb3YeMBIX KPUTEPHEB. DTO
orpeessieT BBICOKYIO aKTyaTbHOCTb CTaHIapTH3alM1 OIICH-
KU IBUTATEJIbHBIX CIIOCOOHOCTE! MAIlMEHTOB C ITOCIIENYIO-
M OTpakeHUEM B C(HOPMYIMPOBAHHOM UArHO3e.

PacnpepeneHue nayMeHTOB CO CNMHANbHOM

MblwWweyHou aTpocuent No PyHKLMOHANBbHBIM

Knaccam

BHenpeHue B KIMHUYECKYIO MPAKTUKY MATOTCHETH -
YECKOTO JIeYeHUs] U3MEHUIO (heHOTUIIbI €CTECTBEHHOTO
teueHust CMA, Tak xXe KaK 1 MOJIXOMbI K OKa3aHUIO MeIu -
LIMHCKOM momMoiu. YacTora u 00beM JUCHaHCEPHOTrO Ha-
OmoneHUsT, HEOOXOIUMOCTh TIPUBJICYCHMS Pa3HBIX CIICLIY-
IMCTOB MYJIBTUAMCLIMIUTMHAPHON KOMaH/IbI (ITyJTbMOHOJIO-
Ia, KapaMoJiora, SHI0KPUHOJIOTa, OPTONEAa 1 . ) HaIpSIMYIO
3aBUCAT OT UMEIOIINXCST (DYHKITMOHATBHBIX BO3MOXKHOCTEMN
mamyenTa [9, 10]. [dns 6eicTpoii u npoctoit oeHkn ®K
MalMeHTa, Ha Halll B3IJISII, CAMBIM ONTUMAJIBHBIM SIBJISI-
€TCSl MCII0JIb30BaHUE IIUPOKO PACIIPOCTPAHEHHBIX, CTaH-
JapTU3UPOBAHHBIX MMOAXOI0B OIKMCAHUSI MOTOPHBIX HaBbI-
KOB ((pyHKLIMOHATBHBIX BOBMOXKHOCTEN) TalimeHTa. Takum
TpeOOBaHUSIM OTBEUAIOT CTAHAAPTHI MOTOPHOTO Pa3BUTHUS
BO3, B KOTOpBIX HET TaKMX MOHSATUMN, KaK «IexXKauyuii»,
«CUASIUI» U «XOIAUMil» peOCHOK, HO JaHO ITOAPOOHOE
ONMCaHUE C KPUTEPUSIMU TOCTHKEHUSI 6 OCHOBHBIX KPYIT-
HBIX MOTOPHBIX HaBBIKOB: CHUICHUE, TTOJI3aHKME, CTOSTHUE
Yy OMoOpbl, CTOSIHUE 0e3 Omophl, X0abba BIOJIb OIOPHI
M CaMOCTOATENNbHAs Xoap0a. OIucaHbl MPoLeaypa TeCTH-
POBaHUS ¥ BDEMEHHBIE MTHTEPBAJIBI TOCTYKEHUST KOHTPOJIb-
HBIX TOYEK, BBIPaXXEHHBbIE B THIX/Mecslax [45—48].

TOM 14

61



Jexyuu u 0630put | Lectures and reviews

HepBHo-Mblweynbie BONTE3HU

J[qe[reAe 0N
I9HBOUILIO O

d]qe[IeA. JON
I9HBOUILIO 9

dqe[IeA. JON
I9HBOUILIO 9

Apuapuadapur Sy[eA\
OHIIALEOLOOWR)D LUTTOY

Joddns noym
Apuapuadapur Sy[esm
19doLo €39
OHIIALEOLOOWR)D LUTTOY

11oddns
noyum Ajpuapuadapur SY[Bea
19do1o €39
OHIIOLBOLOOWED LMIOY

$das ¢< saye) ‘Appuapuadapul Sy[ep
d0Jel ¢< Loelor
‘OHIIALEOLOONRD LUTOY

HHREIOY

¥L WoL

298 9110ddnsun 1S 0] 9jqeu Apns a1juaon N dA130adsonal e ;| adA)
595 ([ < OGNS oYM SIS o_w nS e 1qeun) [16] C4ONJ) 4p fnu oAl . m__ Amo,m%
Sl STAOMO E2gIMLADy 9LAYND LOXOW 9H QUHEBEOIAIrOOU 90400 LHAMOIOHIN SOHEUINAID0dLad (BIUL OI-] VIND

VIAIS JO SIIpn)s 351n0d [ednjeu Y,
VIAID EMHOhJL OJOHHIFLIILII BHHREOL I

d[qe[reae 10N a[qe[ree 10N [01 “6] DS VIN'S TewIX014 , SOUI[OPIND [EIIUILD) UBISSIY
ITHBOMIIO O I9HBOMLIO OH [01 ‘6] «bS VIND BeHdLeWHOMOd] [» MUTTETHOWONd SUNMOShUHULAT QUNOUMI00]

[05] eaos1IOAYS "TA

J[qe[IeAR JON J[qe[IeAR JON ‘AO[BAOUOY "NV AsnD) "' AQ "P3 SAUI[APIND) [RUONRN V :AS0J0ININ
I9HBOMLIO 9 I9HBOULIO OH [0S] nogondoax)) "|1'g ‘edoredOHOY "‘H'V
‘edd0A] "J'q ‘Tod rolr og1or0g0MAd SQOHIIrBHOUIIBH (BUIOKOddo ]

xHoddns Jnoyim yem jou saop
nq ‘woddns noym Appuspuadopur sjig  1roddns Jnoyiim dn 31 Jou S20(]
LUIMOWOLI HTOHHOAOL001I €39 19dO1I0 €30 LUTUD 9H
LUAI'OX 9H OH ‘19dOLI0 €39 LUITN))

[617] eA9ZND) "T'A AQ "P2 A30[0INAN] JLIJRIPIJ UO SQUI[IPIND) [BIIP]
[61] nogaeA] “11°g "Irod rou
MHUIONOAEH NOMILAT Ol 09.LOT0g0MAd d0HIIrRdoTd

soddns Inoyim yem jou saop
nq ‘poddns noynm Apuapuadapur syus  Apudpuadapur dn J1s Jou S0 [21] VIA'S 10} 218D JO SpIepue)l§ [eUONBUIdU] £]()Z Y} 01 9pInD) Y
+19d0O1I0 €30 LUTOX 9H OH OHAIALKOLOOWED LU 9  [Z]] 1 10T ‘VIND BUHAhAI WelderHerd WIIHTOdeHATKAW OLl 041LOT0d0MA]
‘19do1I0 €39 OHILALEOLIOWED LUTU))

+H0ddns Jn0YLAM Y[EM 10U S0P [11] 12030 —Q1 ¢ Ul 918D JO PIBPUE]S JOJ JUAWAIL]S SNSUASUO
nq ‘yroddns noynm Apuapuadapur syug Apuapuadapur dn 31 Jou sa0( IT19002 1290120 TT=8T VIAS Ut JO pIepuess 1071 i &

+19dOII0 €39 LUTTOX OH OH OHIIALEOLOONRD LU O g [11] 1 900T BAQKLNO [T—81
“19dOLI0 £9Q OHALALEOLIONED LUTH) VIND UdII NITIONOL YONOHUIINITOW WeLdRITHRL) OLI 9AOHIOHOY]

208 (]2
oddns noyym Appuapuadapur sys
9 (1< OWBdI KAAITOL €99 LUTHAD)

d]qe[reAe J0N [8t—S+1 9007 ApMIS Y018y YIMOID aNUdNNIN OHM
I9HBOULIO OH [8¥—S¥] 19007 ‘€Og BLo0d MMHRLOWAIDOU XI9HOALHITIOIOHW LA |

SQUI[APINS [BIIUI]D ‘SPIEPUR)S ‘SISNSUISUO))
HUITRTHIWOMAA dMMIOhHHHUI ‘IILdRIHRLY ‘I90A0HIJHOY]

€ (4

HUBEXL HI'H

RS ‘UURBTHIIY

LTI

2.nID.4211] JO $224N0S JU2I[Jip Ul SUOLIULIIP SSD]D [DUOYIUN] * J[QR],
1adAupdouny XpANHROWIN XIAHED 9 90DV XIAHAVDHONNMHAQD BNHAV202dU() *f RIULQR],

(9]
O



HepBHo-mbiweykbie 5OJIE3HH

Hexuuu u 0630pwi | Lectures and reviews

yLWoL

Sunrem
juopuadopur :Juawissasse Z-gNIH
©QIIIOX BRHIIQLEOLOOWRD
‘-ANIH M1red BXHIII0)

Appuapuadapur Sy[eA\
OHIIQLEOLOOWE)D LUTTOY

SI9)W ()<
QOURJSISSE INOYIIM SY[BAN
W ()] < UITONOL
MOHHOAOLOOII £99 LUTOY

Apuapuadopur sy[ea
OHIIIALBOLOOWED LUTOY

Sunjrem
juopuadapur :Juatussasse Z-ANITH
©Q9I0X BRHIIALEOLOOWRD
‘Z-ANITH 9 eXHII0

J[qe[TeAR JON
I9HBOUILIO 9

dqe[IeA. JON
I9HBOUIIO 9

14

# 219D} Jo uonvnUUO))
¥ “vopur anuaxcvopodyy

[91] (#L0€61TOLON) VIAIS UMM SIUBJUL UT USsIauisnu Jo Apnis A1ajes pue

Koeargye ¢ aseyd po[[onu0d-0qade[d ‘purjg-9[qnop ‘pasiuopuel e YvV4ANH

[91] (#L0E€6T1C0LDON) VIND 09 eLoedeod OJOHIAAT UL A

111 19€e( BHIOAOHMOAH MLOOHIBLIOEIQ M ULIOHININI(DPE SMHBIOTIIION 0N
-9AdUIrOdLHOXO0QANIRIII JOLIALD JOHN 04T Q0OHHRdodMEMWOTHERd VAN

soddns jnoyum
JIS 0] J[qE :JUAWISSASSe Z-NIH
+19dO1I0 €90 9LOTNO LOXKOW
‘C-ANIH M1redm BXHIII0)

dqe[IeAR JON
I9HBOUILIO 9H

VIAIS I 2d4) 10q
BIHML 01-T VIAD BIF[/

Adesay) dndudgoyjed Jo uoneLISIUINIPE JY) UO S[BLIY) [BIIUI]D)
goredenadu XMMOIhMLIHIIOLEH XITHHIFLIARYII BUHOHIWMAL BUHEEOTIL M dUNIIhMHHUILNY]

[65] syuaned g9g :((VIAS € pue g 2dAy) Aydosje senosnw [eurds

Tewirxold 39su0 J[IuAANf pue pooyp[Iyd JO AI0ISIY [eINJBU 9] UO APNIS SAIIBIOQR[[0D Y
[6S] goLHAMITRIT 696

{(BUHUL 0I-¢ U 01-7 VIAD) 2Loede0d WOMOAIMOHO! U WONOLAY € VIND
VOHIIBNUOMOAII BUHOhOL OIOHHIE109L)9 QUHRLONTILDIU JOHLIINLO))

j10ddns noyym Appuapuadapur sS
1douo €90 OHIIALEOLIOWRD LUITU))

Sqe[TeAR JON
I9HBOUILIO 9H

298 ¢ 10J uonisod Sum)is € pjoy jou
S90p squui| Jaddn 1]30q J0 QU0 M
Suruedy :9[eds 7¢-INAIN 24Ul Jo
6 W) UO Q1008 () YIM SIUSLE]
0 G QUHIXOL

298 G 10§
uonisod Sunirs e sproy squiry raddn yjoq 10
QUO UJIM JurTued[ :9[eds ZE-INAIA 24l JOo
6 WA UO AI0JS [ [IIM SJUded
O G QUHXKOLOLl AQRBIND LoedXdoUA  -OLI 99hBIMD LIedKdorA oH
‘UINBLOOHhIHOM MWHMHXAod BINAAY UMM “UNBLOOHKhOHOM UNHMHXdd
VIOHYO 90BRAUIIO :7¢-IN AN [IBNIN 6 BWALI MIrK HOHI'O 908edUIIO
ALMHAL Ol WOLI(BQ [T O MLHOUIR[]  :7¢-INAIN I9LIeNII ¢ ALIHAL
OLL 901118 () O I9LHOUII.] |

[8S “LS] VIAIS € pue g odA) yaim syuened ur Apmis VIAS-STHIEN
[8S €/G] BLUML OI-¢ M OI-7 VIND 09 SOLHIMUIIEL A VIAS-STHIEN UHBLOIIII]

[96] VIAIS € pue g 2dA) Jo Apnis 110409 [BUOIIBAIdSQO 2A1193dso1d anjuadnnu v
[96] LML 01-¢ M OI-7 VIND 09 GOLHOUIIEL JUHRH
-0IAIr00U QOHLAOION QOHIIALBTOIQEH QOHEULNALID0A 9040dLHATIOIOH A

woddns noym sug
+19do1I0 €90 LU

J[qe[IeA. JON
I9HBOMIIO O

j10ddns Jnoyum
IS 0] 9[qE :JUAWISSAsSe Z-FNIH
LJadoLo €39 9Lornd
LOXOW :7-gN[H LI BIHIIQ)

J10ddns noyym J1s 03
JIqeun :Judwssasse Z-ANIH
19dO1I0 £30 9LATMD LKOW 9H
‘Z-ANIH 9L BIHAII()

[SS] AAOHONY Apmis anjueonnu [eqo[3 :1 odA) VIA'S

[sS] AAOHONV
QUHBEOIAIOOU 9040dLHIMOIOHIN QOHIIBQOILI (BLUL O1-] VIND

[+ “€S] IXANOINON 3j1omiau ay) ul

paurojrad Apnjs 9seasIp JO ASINOI [eInjeu 2ANIdsold anpuadnnu e ;| 29dA) VIS
H.vm nmmi LXANOININ ULID g QOHHIHIrOUI94d nﬁmmoﬁom EWHIhAL OIOHH4.LY
-9LJ9 QUHEBLOIIOIU JOHAULNAIDOAI 9090dLHIMOIOHN BLUL OI-] VIND

J[qe[TeAR JON
I9HBOMLIO 9H

S[qe[TeAR JON
I9HBOUILIO 9H

[zS] seseqerep S woij ejep

3uno9[[09 Aq $1(7 1990300 03 ()] 07 WOLJ Apnis 13uadnnu dA1dsox3alr ;| adA) VINS
[zS] VITID X19HHEY €eQ €1

XI9HHEY ed0Qd WALALL I ] () 9dOBLMO OLI 1 ()] () O roudal g
QUHBLOTAILOIU 9090dLHITIOJOHIW dOHINIMoNo0dLad (el ol-T VIND

dqe[IeA. JON
I9HBOUIIO O

o[qe[IeA. JON
I9HBOUIIO O

€ (4 I

63



Jexuyuu u 0630por | Lectures and reviews

HepBHo-mblweykbie OJIE3HH

J[qe[reA. JON
I9HBOUILIO 9H

€ WL *9[e2S [[[-A1SE Y1 JO 159
-qns Jojow a81e] Ay uo sdas ¢ 2
pajsisseun Apuapuadaopur SY[eA\

€y I II-AISd
191eMIT UNMAOLOW MOH

-LIAdY ALO9LOAD OII HOJBII G
UITOWOL KOHHOdOLOOILI £39
‘OHYIrALEOLOOWERD LUTOXOd] |

€ Wyl “o[eds [[[-A1Sd oY} jo
1$93-qns Jojow 981e[ Ay} U0
sda3s ¢ oUR)SISSE INOYIIM
Apuapuadapur Sy[eA
€y "I TII-AISd
91eI IMdOLOW HOHIAAN
ALO9LQAD Ol OJeIN G2
HUITMOWOL UOHHOJOLOOL £39
OHYIIALEOLIOWED LUIOXOd] |

dqe[IeA. JON
I9HBOMIIO O

Jqe[IeA. JON
ITHBOMIIO O

14

# 21qv1 Jo uoypNULUO)
¥ v anuaxcvopod[|

¥L WoL

J[qe[TeA. JON
I9HBOULIO OH

9T WL “3[eds [[[-A1SE 241 Jo
191qns Jojow 95Ie] Y} U0 93s ()¢ Jo/pue
235 )1< OHM 103 paytoddnsun sug
97 "I ‘I[[-d1Sd [iredm uxudorlon
VIOHLIAAY ALOOLOAD OII 3 ()¢ UITU /1
2 0I< £09 ou 1[9do1LI0 €39 LUTUY)

97 W “o[eds [[[-A1Sd Y3 Jo
1591gns 10jow 3Ie[ Y] UO IS ()¢ < Jo/pue
23S ()1 OHM 10J paytoddnsun syg
97 ‘U ‘[[[-AISg 1redm niudoLon
VOHLIAAY ALDALOAD OLL O ()¢ ULU/U
30 < £04g ol 19do1Io €39 LU

9T U g S “0[eds [[[-A1Sd AU} JO Isaiqns
Jojow 33Ie[ AY) UO I3S ()¢ ‘G J0/puk
€3S ()1 OHM 10J payroddnsun syg
9 M g ‘Ul ‘TI[-AISd
9IeI IMdOLOW HOHIAAN
ALO9LOAD OLI O ()§< ‘G ULTU/U
2 (01 £€049 ol 19do1I0 €30 1IN

9T pue 7 SWaN “o[eds [[[-AISd U3 Jo
1891qns 1010w Dmbw_ Yyl uo
23S ()£< 09S ¢< payroddnsun sug
9T M g "Ul ‘T[[-IS{ 91rexm
MIMdOLOW NOHUAdY ALOALOAD OLL
J (€< 0 ¢ 19domo €39 LU

dqe[TeA. JON
I9HBOMLIO 9H

VIAIS € pue g 2d4) Jog

BINL 0J-€ M 01-7 VIAD BITT

Jqe[TeAR JON
I9HBOMIO 9H

J[qe[IeA. JON
I9HBOULIO O

J[qe[IeA. JON
I9HBOULIO O

¢ U<
“9eds [11-A1Sd dY1 JO 1s91-qns

J10j0W 93I.[ AY] UO 038 ()] <

payoddnsun J1s 03 9[qeu)
T U TII-aIsd
191eNIT UNUdOLON

VOHLIAdY ALDALOAD ol

9 ¢z 19do1Io €99 LUTHD I

(4

[z ‘12l (LEST6TTOLON) UONEIISIUTWIPE UASIQUISNU JO

Apnjs ¢ aseyd ‘pa[jo1Iu02-0qade[d ‘puIjq-2[qnop ‘dnudNNW € HSNNAHD

[zz ‘12] (LEST6TTOIDON) BHIOAOHMOAH BUHOHAWHAL I9€R( [[] QUHBLOLALOU
Q0NAdUIrOd LHOMOQIIIRI(II QOLIALD JOHNOET 9090dLHONOIOHN :HSTYAHD

[0zl (68219¥7€01LDN) Apris ¢ aseyd ‘[oqel-uado ‘dnoi3-9[3urs ‘anyuadnnui VIA'S | 2dAy
ynm syuedronred 1oy Aderay)y Judtuadedar ouag 9[Suls © Jo [ewn [ed1ul]d :N-JATHLS
[0z] (682197€0LDN) 19€e® [[] SUHBIOTIIOOU J0LIIdNLO d09OULIAdIOHIO
9090dLHATIOIOHI ‘BLIML OI-] VIAD 09 90MMHLOBhA BIT MMLIRdOL MOHHAI
VOHIIQLALIINEBE YOHLRAMOHIO BMHEBLIIIION QUMOOhUHULY N H-FATYLS

[611 (£L290£€0.LON) Apmis ¢ aseyd ‘jaqej-uado ‘dnoi3-aj3uls :SN-JATULS
VIAST 2dA1 yum sjuedronaed 10y Aderayy juawade[dar ouas Jo [ern) [edrul]d ‘A TYLS

[611 (£LT90€E0LON)

19€8( [[] SUHBIOTALDIIU 0LIAdNLO 04OUIAIOHTO (SN -JATYLS

BLUL OI-] VIAD 09 €0MUHLIBhA

BI'T MALTRJOL HOHIIQLALOIWREOHIT BUHRLIALION QUNOOhMHUI ‘A LS

[81] (LL61THEOLDON) 101-TO-101-SXAV woyy sjuanied Jo dn-mo[joj wiie}-Suo] ;LY VIS

[8T] (LLETTFEOLON) T0T-TD-101-SXAV €4
UINBLHOUIIRILI BE vSIuﬂOﬁ.@aE QOHIIAILBIOTAIDO0NI JOHKROd)OIIr0OT FM<,HM

[LT] VIA'S T 2d43 yam
UaIp[Iyo ur weydipsit Jo Aoed1jjo pue soreuApooeureyd ‘sonsunjooruwreyd

ANMIQeI[0] A)aJes AU} 21e3NSAAUL 0 Apn)s dnuadnnw Jed-om) e :HS[II Y14
[L1] (¢8%€16T0LON)

BLUL OI-| VIAD 09 UALAY A eWernrond ULOOHIUINI(P (e U MIUNEH
-urodewded ‘MAULOHUMONBWAR(P “ULOOWMOOHAAIL ‘ULIOHIBLIOEQ
OIMHOhAEU OLI UALOBh 7 €U JUHBIOLAIOIU 9090dLHIMOIOHN :HSIAT NI

64



HepBHo-mbiweykbie 5OJIE3HH

Hexuuu u 0630pwi | Lectures and reviews

yLWoL

€ WY 9[eds [[[-AISd U}

JO 1891-qns 1030w 381e[ Ay} UO Sdajs
G Z papreun ‘Appuapuadapur Sy[ep
ey 'u
‘III-AISg [4rem mindoLon
HOHUAdY ALDILOAD OLI 40JeII
GZ UIMOWOL UOHHOOLOOI £99
‘OHIIALBOLOOWRD LUTOX0d] |

9T PUE T SN ‘o[eds [[[-A1Sd oY} Jo
159)qNs J0jJOW JFIB[ AY) UO 995 ()< ‘G< IO
/pue 03s )12 OHAA 10} payoddnsun sy
9cu
7T UL ‘TII-A 1S9 19redm nndoLlonw
VIOHLIAAY ALO9LOAD O1I D ()¢ ‘G UIH
/M9 ()]< £Og ou 1[9doLo €99 LU

SI9JoW ()] 2
J10J papreun Y[em 0} d[qeun pue Spu0dIds G
J10j uonisod Sunis e proy 03 squuiy raddn

310q 10 Quo SuIsn :9[eds 7¢-INAIN U3
JO 6 WdJI UO [ < JO 2I09S B UM SJUALIE]
WOI< WITTOWOLI NDEEOQOHOOE
€00 NLYOdI LIXXOW QH U O G QUHIXK
-OL(OLl 9IhBIUD LILdMXKdITA ‘UN
-BLOOHhOHOM MWUHXAJd BNALY UL
HMOHIO 90BedULIO :7¢-INA A 19IeNI ¢
“1I OLI 9900 ¥ WOLL(BQ | O IALHOUIIR] |

SIQJOW ()] PIISISSEUN SYTBA\
W ()] < UIMIONW
-0l JOHHOOLO01I £99 LUKOY

sdais G2 OHAA UO pajsisseun SY[ea
40JeIl G2 £Og O UIIIONOILL
NOHHOJOLOOU £30 LUTOYX

23S ()[< OHM 10J payroddnsun syg
2 01< £09 ou 1[9dolIo €39 LUTU))

09S G 10
uonisod Sunirs e sproy squiry Jaddn yjoq 10
ouo yum Suruedy :o[eds 7¢-INAIN QU3 Jo
6 WA UO dI09S [Z YIM Sjuaned
0 G OUH
-9XOLOLl 9OhBIND LoedXdorA ‘UN
-BLOOHhOHOM MWHUHXAJd BNALY ULA
VOHYO 90BBdULIO :7¢- NN 19LeIn
6 ‘11 OII WOIIreQ | < O I9LHOUIIR] |

9[edS HSINAH 243 Jo
(T W) UO 7 JO 2109
— papreun sdajs < e} 03 ANIqy
ASINAH [irexmn
(¢ "1 O1I 7 BMHOIO — MIMOWNOL
NOHHOJOLOOU £39 HOJBII <
qLBIFAYD 9LO0HQ0I0LI))

14 €

# 219D} Jo uonvnUU0))
¥ ‘vopuw annaxcvopodry

J[qe[IeAR 10N
I9HBOULIO 9H

l6T ‘87l

(660S0SE0LDON) Apnis ¢ aseyd anuaonnu [aqe[-uado ue ‘YIAS dnewodwAsard
UM UQIP[IYD Ul 99A0AIRdaqE QUOSOUUASBUO JO A0BOIO oYl (LN UdS

[62 ‘821 (660S0SE0LON)

19€R( [[] SUHRLOLTILOIU 9090dLHIMOIOHN 0LIAAN1L0 “YIAD UOHWOLIINMD
-IrodII 5 BALAY A exdg0ddeioge BHOIOHWAIRHO 4LOOHIUINIPDE TN TS

sjuaned VIAIS dnewojduiksaad o
VIAID 09 €0LHIMITEH XUMIIhULEWOLIAMITIdI BI]

29s G 10§ uonsod
SunIIs B p[oy 10U S0P Squuil|
Jaddn y30q 10 U0 Yym Surued]
:9[B3S TE-INHIN 2Y3 JO 6 Wl
Uo () JO 9109S B UM SJuUdneq
O ¢ QUHIXOILOLI
QIhBIMO LoedMXdorA oOH
‘MIWBLOOHhOHOX MNMHXdd
BWAGY UI'M MOHTO 90Ked

-UII0 :7¢-TN AN LB § ‘1T
OlI 9OL(1(BQ () O I9LHAUTIE] |

J[qe[TEAR JON]
I9HBOMLIO 9

23S ¢ J0J uonisod
SuIIs B p[oy Jou S0P SquuI|
Jaddn yjoq 10 U0 yym Surued]
:9[e3S ZE-INHIN Y1 JO 6 Wl
U0 () JO 91098 © [)IM Sjudned
O G QUHIXKOLOL
QOhBIUI LovdXdoTA oH
‘UWBLOOHhIHOM MWMHXdod
BWALGI UIW YOHIO 998edULIO

:7€-INA N 91BN ¢ '11 oL
40L1reg () O IILHOUTIR] |

(4

[£2] (ZL12€0£01DN) Aydone renasnwu [eurds 1oy sarderay) 19410 yim

pajean Asnoraaid syuaned ur wedipsit jo sorweuAposeuwreyd pue sonjounjooewreyd

KpIqess[ol Aayes ay) Jo Apnis [2qe[-uado ‘dnoi3-9[3urs e :HSTATAMA L

[£2] (TL1TE0E0LDON) VIND BUHOhI I9TOLON

oUIAdI xummdaehAron 99Hed ‘doLHouIRL A Werunroud erederrodu UUW
-eHUTOMeNded U MIULIHUNOMEWdR) ‘ULOOWHUIOHIAIL ‘ULIOHIBIIOEIQ
OIMHORAEU OLI QUHBIOWALIIU J0LIIdNLO 090ULUAdIOHTO :HSTA TAMAL

[92] (6TL18EE0LON) QU3B ZAAS dy3 Jo $31doo ¢ yym
sjuaned YIA'S SuIis ur asop SulISeaIdul JIm dA0ATedage JuaSOUuWaseuo Jo

A[1qeIa[0) pue A3ajes ayj Jo Apnjis | aseyd aaneredwod uado :ONOMLS

[92] (6TLI8EEOLON)

ZNAS BHII MWBULION ¢ 9 VIND 09 d0LHOUIIRL XUhBIUD A MOEOT YL
-oferoedeod o stmom&mﬁo@m BHAIOHWAIBHO ULOOWHIOHAAA M ULOOH
-0BII0€JQ 19€R( [ QUHBLOIIOOU JOHIIRLUHERAD 0LIAdNLO :ONOY LS

[sz—¢7] (S89806T0LON) VIAIS € pue g 2dA) ynim (98e jo sreak ¢z—) syuanied
SUNOA pue SJUIISI[OPL “UIP[IYD Ul Wwe[dIpsLI JO [BL1) [BIIUI[O PI[[0NU0I-0qade[d
‘pUI[q-9[QNOP ‘PASIOPUEI [BUOTIBUIIUI dNUdNNW B :HSIANNS

[sz—¢2] ($89806T0LON) BUML OI-¢ M OI-T VINO 09 (1l $7T—7)
GOLHAUIIRLI XIITOLOW U 903L00dIron ‘haLor A wernunroud eredemadu
QUHBLOTALOIU JONIIRMHHUL JOWIAdUIOdLHONOQNTRLL JOLIALD JOHUOL T
QOHHEBI0dNEMWOTHRd QOHTOdBHATKAW 9090dLHOTIOIOHIN :HSTANNS

65



Jexuyuu u 0630por | Lectures and reviews

HepBHo-mblweykbie OJIE3HH

J[qe[IeAt J0N
I9HBOUILIO O

$da1S 62 OHAA UO PajsIsseun Sy[epm
€OJeI G2 £Of OU UITTONWOL
WOHHOJOLOOL €30 LUIOXOd] |

BLIOIID OHM PUE £f Wl
“a[eds [11-A1Sd 2u1 jo
1s91qns Jojow d3re[ A} uo sdajs ¢z
popreun Apyuapuadapur SY[eA
€Og Wsndorudy ol U ¢ "I
TII-A1Sg 4aredm nndoLon
VOHLIAAY ALOALQAD OLI d0JBII G
HUIMOWOL UOHHOdOLOOoU €99
‘OHAIALEOLOOWED LUIOXO0d] |

sI91ow ()] < 1oddns InoyIim SyeA
W ()] < WpKdArToL €39 LMroxod] |

$da1S G2 OHAA UO PaisIsseun Sy[eap
4OJeRIN ¢ £OF Ol UIMONWOI
WOHHOdOLOOLI €99 LUIOXOd] |

€ WAL “o[eds [[-AISd Y}

J0 1893-gns Jojow 931e[ Y3 uo sdais
GZ papreun ‘Apuapuadapur SyJep
¢y u
TII-A1Sg 9redm mndoLon
MOHLIAAM ALOALOQAD OLI d0JBII G2
HITIOWOL YOHHOAOLO01I £90
‘OHAIALBEOLOOWED LUTOXOd] |

14

¥ 21qv1.fo pus
¥ VoD INHDKHON()

¥L WoL

J[qe[IeAt 10N
I9HBOULIO O

995 ()< OHAA 10 paytoddnsun $)1g
201 £0g ou 1[9do110 £99 LUTN))

9 Woyl “a[eds [[[-AISd oy}
JO 1s91qns Jojow JZIe[ AY) UO IS ()¢ 1O
/Pue ‘03s ()] OHM 10} paytoddnsun sjig
97 U ‘I[[-d1Sd [iredm nindolon
VOHLIAdY ALDILOAD OLL O ()¢ ULU/U
2 (1< £09 ol 19do1Io £30 1IN

J[qe[TeAR JON
I9HBOUILIO 9

99 )[< OHM 10}
1oddns noyim Apuapuadapur spg

J(0I< €09 ou
19d01I0 £99 OHILALEOLOOWED LU

9T PUE 7T SWN
‘o[eas [I[-ASd Y3 Jo Isaiqns

Jojouw 33Ie[ AY) UO I3S ()¢ ‘G J0/pue

23S 0] < OHAM J0J payutoddnsun syig

9¢ W ¢¢ N
‘TIII-AISyg 9rexm nndoLoN YOH
-IAdY ALD9L1QAD O11 O ()€< ‘GZ UITM/U

2 01< £09 ou [9doLIo €39 LUTU))

€

J[qe[TeAR 10N
I9HBOWILIO 9

dqe[IeA. JON
I9HBOULIO 9H

J[qe[TeAR JON
I9HBOULIO 9H

J[qe[TeAR JON
I9HBOULIO 9H

saLnsI3a judned VIAIS
VIAD 09 g0LHIMIRN [MdLINIdg

Jqe[TeAR JON
I9HBOULIO 9H

J[qe[TeAR JON
I9HBOWILIO

UoyD2IUDSIQ) YIDAE PIOM — OHM ‘Aydoap apinosnut jpurds — yys “210N
‘paifidads jou a4 a4njsod Siyy SU1Ad1YID JO poyIaul dy) pup dudl) SUIIS

‘BNHaHDAX009DdpE snnvenHp2do ¥vHdnwadg — £0g ‘Bnpoduiv BVHhdMIAW BDHAUDHNUD — ) ‘dnHDhdWnd]]

"BOUOIBHhOWA 9H 1980U NOHHDQ BNHIANCNULIO00 QOI0UI N BNHIONI WS.NQN%

[09] VIA'S yaiam syuened jo

A1)SI301 UBISSNY AU} WOIJ BIBP JO SISATRUR 9A1109dS011aT :ApNIS 0Ny MVIAS

[09] VIND 05 goiHomen edioniad 01030

-11200d XI9HHEY EUIEHR UITHIUIMNIO0dLad 1019y VNS SUHBLOIIDI]

[s€] Apmys ANSISaI TYVIHVIA'S TedA-¢ 9A1109dsoid e :uasiauisnu

UM JUIWILAI) JO QW AY) I VIAIS € pue 7 2dA) yim uaIp[iyd Sunjjem-uou jo Apnjs y
[s€] TAVOHVINS

dL009d JMHBEOIAIrOOU 99HLAL-¢ QOHEULNALD0d :NOHOOAOHNOAH BUHOR
-3If BNQd4 04 LKL O1-¢ U 0I-7 VIND 09 UALAY XMhKIOXOH QUHEBIOIAIII||

[¥€ ‘c¢] Aderoyiouowr

23r0ATedaqR QUuSoutaseUO UM pajear) Aydosje refnosnu [eurds pawauod
A[reonauad yum syuaned jo Ansigar jeuoneunnu dAnoadsord e ‘YO LSTY

[€ ‘cg] woxedodaderroge WOHOIOHWIJDBHO

OIM1LIEdOLOHOW XUIMEIBhALOL “WJAD UOHHOIKA4 L0 MMOOhALIHAI J
goLHouTel dLoni1ad UI9HILBHOUTTBHOIOHW MIIHEULNALO0dI ;Y OLSTI

[egl €zoe

12903100 81 Jo se ele(] ‘ureds ur VNS Yim sjuaned jo Ansigar ysiueds A VIISISOY
[z€] 1 €207 BAOBIMO §] BH OIMHBOL0D OLl

QI9HHE[] "MUHRIND] € YIND 09 d0LHUIIRL dLONIad MANOHRILION [ N VISISOY

[T€] (€5598€T0LON) VIN'S dnewolduiksard pue pasouserp

AJ[eonaudd yiim syudned ur uasIduIsnu Jo sasop d[dninuw jo sonaupjodewreyd pue
A1[Iqerajol ‘A1ayes Aoed1J9 YY) Ajen[eAd 0) Apnjs [oqe[-uddo 3uro3uo ue :FYNLINN
[1€] (€5$98€Z0LDON) VIND HUOMOOhULEWOLIINMOOT M HOHHRIOdULO
-OHIBUT UMOIhMULIHAI O d0LHIUIIRL A BHIOAOHMOAH €01 XIIHLBANOIOHIWN
IMULOHIOMeNde( U ULOOWMIOHIII ‘ULOOHIBLIOEIQ ‘ULIOHIULNIPPE
AMHAIIO Ol QUHBIOIALIIU JOLIIdNLO BIdamoiexrorodi : gy N LINN

[0€] (YEE6LLEOLON)

VIA'S onewoldwAs-a1d pue pasougerp A[[edo1jauds [)im SYaM 9 0] [1iIq Wwolj page
syuejur ur weldipsi Jo sorweuAposewreyd pue sonaupjodeureyd K1a5es KoLy )
Apnjs 0} [e11} [ed1Ul[d anudnnu ‘dnoid-9[3urs ‘[aqe[-uado ue :HSIAMOINIVY
[0€] (PEE6LLEOLON) VIND UOMNOIhMIENOLLNMOON 1
WOHHRIOAULOOHIRUT MMIIhMLIIHAI O IIOH 9 O BUHAIKOd Lo a1oedeod g
GOTTHATBLIN A eIWerrnUrond minweHuroxewded v mnLoHmoxenwded
aSHUOIUNEOMOO "Shoommggueem OIMHOKAEU OLl QUHBHIOTLDIU 0Ok
-MHUI 9090dLHITIOIOHIW 090U LAJIOHTO 20L19d310 (HS[AMOINIVI

I

66



Hexuuu u 0630pwi | Lectures and reviews

HepBHo-Mblweunbie 5O JIE3HH

Tabmuna 5. Xapakmepucmuku @yHKYUOHANLHBIX KAACCO8 NAUUEHMOB CO CRUHANLHOU MbluleHOU ampoghuell

Table 5. Functional class characteristics with spinal muscular atrophy patients

Functional status

Definition

Jlexxaumit
Non-sitters

IMauueHT, He JOCTUTIINIA HaBbIKA CUIETh CAMOCTOATEILHO Oe3 ormopsl* B TeueHue 10 ¢
Patient who has not achieved the skill of sitting independently without support* within 10 sec

Ha].[I/IeHT, JIOCTUTIIIMI HaBbIKA CUJETh CAMOCTOSITEIbHO 0€3 Ol'IOpI)I*, 0e3 YTOYHEHMUA crocoba

Patient who has achieved the skill of sitting independently without support*, without specifying the method

ITalueHT, JOCTUTIINI HaBbIKa XOAUTDH 0€3 ITOCTOPOHHEN IMTOMOIIM U TPUCTIOCOOICHMIT**

Cugsganii JOCTYKEHMS TTOJIOXKEHUS «CUIs», B TeueHue 10 ¢
Sitters
of achieving the “sitting” position, within 10 sec
Xonsruuit 0OCHKOM HE MEHBbIIIE S5 111aroB, 0€3 orpaHUYeHUST BpeMEHU
Walkers

with no time limit

Patient who has achieved the ability to walk unassisted and unaided** barefoot for at least 5 steps,

*Onopoii cuumaemcs a10060e cpedcmao nodoepicku, 8KAIOUAS ONOPY HA PYKU (Hanpumep, Ha A0KmU), Ha ce0s, cudenue 8 kKopceme,
ONOPY HA JHCECMKYIO NOBEPXHOCMYb CRUHOIL, UCNOAb308AHUE NOOJePICKU OpY2UM HeA08eKOM Ul CUOeHUe ¢ ONOpOll 8 CNeUUaNU3UPOBAH-

HOM Kpecie.

**[1o0 nocmopoHHeil NOMOULbI) NOHUMAIOMCS ONOPA HA PYKY CONPOBOICOAIOUe20, 0Nopa Ha X00YHKU, UCNO0Ab308aHUe H00bIX UHBIX
B8CNOMO2ANMeNbHbIX cpeacme, BKAKO4AsA opme3bl Unu opmone()uwecxue I’lpblCl’lOC06/leHu}l.

*Support is defined as any form of assistance, including supporting yourself with your arms (e.g. elbows), sitting in a corset, supporting yourself with your
back on a hard surface, using support from another person, or sitting with support in a specialised chair.

** Assistance is defined as support on the arm of an attendant, support on a walker, use of any other aids, including cut-offs or orthopaedic devices.

BHeapeHne cTaHIapTU3MPOBAHHOTO ITOIX0/IA OLIEHKU
MOTOPHBIX HaBBIKOB ITO3BOJIMT OLICHUBATh MAIlEHTOB CO
CMA 110 eqHOMY 00pas3ILy, UTO AaCT JIIOOOMY CIeLIUATUCTY
MYJIBTUAMCIUTIIMHAPHON KOMaHIbl BOBMOXHOCTD I10JTY-
YUTh OMMHAKOBOE MIPEACTABJIEHUE O COCTOSTHUM TalleHTa
B cooTBeTcTBMM ¢ ero PK U MMO3BOIUT MPUAECPXKUBATHCS
€IMHOO00Pa3Ksl B TAKTUKE BEIEHUST 1 CBOEBPEMEHHOTO BME-
IaTeIbCTBA JIJIST TPEAOTBPAICHUST OCIOXKHEHUIA.

Ha ocHoBaHMY TPOEMOHCTPMPOBAHHOTO BHIIIIEC aHa-
JIM3a JIMTepaTyphl IIpeuiaraeM B pealbHON KIMHUYECKOM
MpaKTUKe pa3nendaTh manreHToB co CMA Ha @K, mcmomb-
3ysl KpUTEPUU TOCTVKEHUSI MOTOPHBIX HaBBIKOB, C(hOpMY-
JINPOBaHHBIC B CTaHAApTaX MOTOpHOTo pa3Butusi BO3
(Tabn. 5).

BaxkxHo Moa4epKHYTh, YTO IIPU OLICHKE MPEICUMIITO-
MaTuuyeckux gereit co CMA, T.e. 6e3 KIMHUYECKUX TPO-
SIBJICHUIA, HO UMEIOIIMX BBISIBJICHHYIO ITPU pacIIiPeHHOM
HEOHAaTaJbHOM CKPUHUHIEC TOMO3UTOTHYIO AeJIeILIO
BSMNI [61, 62], TakKe HEOOXOOMMO CJIEA0OBATh CTaHIAP-
TaM BO3 1151 OLIeHKM JOCTHXXKEHUS BCEX 3TallOB MOTOPHO-
IO Pa3BUTHSI, YYUTHIBas B TOM YKCJIE BO3PACT TOCTHKEHUSI
STHUX HABBIKOB. Y JaHHOM KOTOPTHI MAllMEHTOB BO3pacT
3a[ePKKU JOCTKEHUS JTI0O0T0 MOTOPHOTO HaBhIKAa MMe-
€T 0c000¢ 3HaYeHHUE KaK BO3MOXHOE IMPOSIBJICHUE KITMHU-
yeckux cumMnromMoB CMA.

J1st oToGpakeHKsI MOTOPHBIX BO3MOXKHOCTEM HariueH-
ToB co CMA B IMHAMUKE HE3aBUCHMMO OT TOTO, MOJIyJyaeT
peOEHOK MaTOreHEeTUYECKOe JICYCHUE MIU HET, 110 HallleMy
MHeHu10, kpoMe Thurna CMA B 1MarHo3e Heo0X0IMMO yKa-

spiBaTh @K manmenra. Hanpumep, eciim pebenok co CMA
3-ro TMITa MOXET CUIETh O€3 OMOPLI ¥ 6€3 UCITOIb30BAHMS
Kopcera MUHUMYM 10 ¢, OCHOBHO# ArarHo3 o Mexmy-
HapoaHoM Kiaccudukanum 6onesHeit 10-ro mepecMorpa
B 3TOM ciy4dae OyaeT caeaytoimum: (G12.1) CnunanabHas
Mblleynas arpodus, 3-it THn, GpyHKIMOHAJIBHBIA KJacc
«cuasumii». Bropoit mpumep: (G12.0) ConHaabHas MbILIed-
Hag arpodus, 1-i Tun, GPYHKIMOHAILHBIA KJIACC «XOASTIMIA»
ecsiv pedbeHok co CMA 1-ro Tmna XoIuT U MOXET MpONTH
OoJbllIe 5 IIaroB caMOCTOSITeIbHO 6e3 00yBu. Eciin pebe-
HOK co CMA 1-ro TuIa He MOXeT CUETh O3 Onophl 1 6e3
KopceTa, TUarHo3 cienyeT chopMyIMpoBaTh CJeTyIOIINM
o6pasoM: (G12.0) CnuHanbHasg MbllmieyHas atpodus,
1-it Tun, GyHKIMOHANBHBIA Kaace «Jiexauuit». Jluarnos
pebeHKa ¢ TeHeTUYecKr noarBepxkaeHHoir CMA, moiy-
YHMBIIIETO MAaTOIeHETUYECKYIO TEpanuio Ha MPeACUMIITO-
MaTU4eCKO# cTaguu 6osie3Hu, OyaeT caeayommm: (G12.1)
CrnuHanbHas MblinevHas aTpodus, GyHKIMOHAIBHDIH KJlace
«XOIAYHIi», €CJIM PEOCHOK MOXKET MPOITH OOJIbIIIE 5 1IaroB
0e3 opToIeIuYeCKUX MPUCIIOCO0IECHU 1 O0YBU.
Kinunaunyeckuit Tum CMA ycraHaBiIuBaeTCs TIpU Ha-
JIMYUY CUMIITOMOB JI0 TIaTOT€HETMYECKOTO JICYSHUSI B CO-
OTBETCTBUU C KIIMHUYECKOM KiIacCu(UKAIIMEl, OcTaeTCs
0e3 U3MEHEHMI1 Ha IMPOTSDKEHUU BCel KU3HU 1 HE 3aBUCUT
OT CMeHBI (DYHKIIMOHAJIBHBIX BO3MOXHOCTEI MallMeHTa
B nuHamuke. @K maryeHTa, 1o HalreMy MHEHHMIO, TOJDKEH
OBITh BBIHECEH B IMArHO3 U B CJIy4ae M3MEHEHMSI MOTOPHBIX
HaBBIKOB MOXET OBbITh CKOPPEKTUPOBaH. JleTsM, momy-
YUBIIMM JICYEHHE Ha TOKJIMHUYCCKOM CTaauu, TUArHo3

=
-
=
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ycTaHaBIMBaeTcs 6e3 KoHkpeTHoro Thuna CMA, Ho ¢ yTou-
HenueM @K B muHamuke.

[Ipn HaKOIUIEHWM KJIMHUYECKOTO OITBbITa M JTaHHBIX
bosiee IIyOOKOTo U3ydeHMsT U3MEHEHU# (heHOTUMa y Ta-
reHToB co CMA Ha ¢hoHe maTOreHeTUYEeCKOro JIeUSHMS
B OyylilieM, BEpOSITHO, IOTpedyeTcs OoJiee AeTabHOe pa3-
neneHue naureHToB Ha @K B 3aBUCUMOCTH OT X (DYHK-
LIMOHAJILHBIX BOBMOXHOCTe. Hanpumep, Takrie MOTOpHEBIE
HaBBIKU, KaK CIIOCOOHOCTh 110J13aTh, IIePeBOPAYMBAThCS,
CTOSITh WJIA O€TraTh, MOTYT SIBIIATHCST «HOBBIMI» DK 1 OymyT
HYXIaThCsl B CTaHIApTU3allMM KPUTEPUEB M pa3paboTKe
ITOJIXOOB K BEACHUIO MYJILTUINCIUTIIMHAPHON KOMaHIOM.

BbiBOAbI

B nocnenHme roabl BHEIPEHE ITATOreHETHIECKOM Te-
panuy 3HAYMMO M3MEHWJIO TPaeKTOPUIO €CTECTBEHHOTO
TeueHus1 CMA: mauMeHThl BbLKMBAIOT, IPUOOPETAIOT HO-
BbIe ¥ BOCCTAaHABJIMBAIOT paHee yTpadyeHHbIE MOTOPHbBIC

HaBbIKM. KnmuHuyeckast knaccuguxkauust CMA 5q, BKI0-
Yaloast 5 TUIOB, JOCTOBEPHO He OTpakaeT (PYyHKIIMOHAIb-
HOE COCTOSTHUE peOeHKa B JMHAMHUKE.

IMpuBeneH 0030p JUTEPATYPHI MO ONPEAETICHHUIO KPH-
tepueB MK manmenToB co CMA: nexaunii, CUASTINIA, XO-
naauii. [TpemtoxkeHbl CTaHIapTU3UPOBAHHBIE KPUTEPHHT
pasnenenys mamueHToB co CMA Ha @K m1s1 vcrosbs3oBa-
HUS B peaJlbHOM ITPaKTHKE Bpadeil, COCTABIISIONINX MYJIhb-
TUINCUMITIMHAPHYIO KOMaHAy, M MIPUBEICHBI TTPUMEPDI
ykazannsg @K B nuarHose. JlaHHBINA TTOAXOA MOXKET ITOBBI-
CHTB TOCTOBEPHOCTb MEXK3KCITEPTHOM OLIEHKH, a TAKKE JACT
BO3MOXHOCTh 00Jiee TTepCOHM(MUIIMPOBAHHO YYNTHIBATh
VHAUBUAYaJIbHbIE 0COOEHHOCTU NauneHToB co CMA, afgek-
BaTHO OIPeNeIsiTh 00beM, LIeJU U 3a1a4i peabINTaLIVH,
PeCTIMpaTOPHOI M HYTPUTUBHOM TTOIIEPKKH Y TEM CAMBIM
VAYUIIUT KAYeCTBO MYJTBTMANCHIATIIMHAPHOIO HAGJTIONEHYST
Ha (poHE MPOBOIVMOTO ITATOT¢HETUIECKOTO JICUSHMSI.
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CornacHo uccnepoBaHMAM, TPaHCKpPaHUaNbHas MarHUTHAA CTUMYNALMA UMEET NOTeHLMan B KayecTBe HeMHBA3WUBHOTO
NPOrHOCTUYECKOTO METOAA KONMYECTBEHHOMN OLEHKM HeMpohU3N0NOrNYeCKNX U3MEHEHNIA TOIOBHOMO MO3ra nocne ye-
penHo-mMo3roBoii TpaBmbl (YMT). B natoduanonornyeckoit 0CHOBE U3MEHEHM I NapaMeTpoB TPAHCKPaHUaNbHOWM MarHUTHOM
cTumynauum npu YMT nexar HapyLueHWe perynsLumm BbiCBOGOXAEHNS HelipoMeaNaTopoB, U3MEHEHWE IKCTIPeCccuu peLen-
TOPOB, NOBPEX/JEHNE UHTEPHEIPOHOB U MUKPOLUTOAPXUTEKTOHUKM, 4TO NPOBOLMPYET HapylweHne GyHKLMOHaNbHOrO
6anaHca mexzay KOpKoBbIM BO36YKAEHNEM U TOPMOXEHNEM.

OcobeHHOCTbIO AeTcKoW nonynsumu ¢ nocneactauamu YMT okasanach ys3BUMOCTb TOPMO3HbIX MEXAHU3MOB UHTEPHEIi-
POHOB 3a c4eT CHMKeHns ypoBHsa TAMK,-pelienTopos onocpe0BaHHOM0 KOPKOBOTO TOPMOXKEHHS.

Llenbto HacTosAWel ny6aukaumm ctan aHanus Hanbosee MHOPMATUBHBIX TAPAMETPOB AUATHOCTUYECKOI TPAHCKPaHUanb-
HOW MarHUTHOW CTUMYNALMK B AETCKO nonynaumuu ¢ nocneacteuamm YMT Ha ocHOBe uMeloLenca nuTepaTtypsbl.

KnioueBble cnoBa: TpaHcKpaHManbHaa MarHUTHas CTUMYNALMSA, YEPENHO-MO3roBas TpaBMa, MOPOr MOTOPHOTO OTBETA,
BbI3BaHHbIIi MOTOPHbIN OTBET, BPEMS LEHTPaSbHOrO MOTOPHOTO NPOBEAEHMUSA, NePUO] MONYAHUS, KOPOTKONATEHTHOE ad-
(hepeHTHOe TOPMOXXEHUE, AMHHONATEHTHOE BHYTPUKOPKOBOE TOPMOXKEHWE, UHTPAKOPTUKANbHOE MHTUOUPOBAHME, UHTPA-
KOpTUKaNbHOe BO30yXaeHNe

Ina umtuposanua: Kanbwuna [1.C., Axagos T.A., Hukutun C.C. ViccnepoBartenbckoe u KNMHWYECKOE 3HaYeHue guarHo-
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According to research, transcranial magnetic stimulation has potential as a non-invasive prognostic method to quantify
neurophysiological changes of brain after traumatic brain injury (TBI). The pathophysiological basis of changes
in transcranial magnetic stimulation parameters in TBI includes impaired regulation of neurotransmitter release, changes
in receptor expression, damage to interneurons and microcytoarchitectonics, which provokes a disturbance in the functional
balance between cortical excitation and inhibition.

The vulnerability of inhibitory mechanisms of interneurons due to decreased levels of GABA, receptor-mediated cortical
inhibition was found to be a peculiarity of the pediatric population with the consequences of TBI.

The purpose of this publication was to analyze the most informative parameters of diagnostic transcranial magnetic
stimulation in the pediatric population with the consequences of TBI based on the available literature.
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be3sonacHocTb U MH(OPMATUBHOCTD MeTOAA

B 2016 1. rpyrma aBTOpOB TIpoBejia U3ydeHNe KOPKO-
BOro OajiaHca BO30YXXICHUSI—TOPMOXEHUSI C TTOMOIIbIO
TpaHCKpaHUaJIbHOU MarHuTHoU ctumyasuuu (TMC)
y IeTeli Tocie JIETKOM yepermHo-M03roBoii TpaBMbl (UMT),
MMPOAEMOHCTPUPOBAB XOPOILIYI0 nepeHocuMocTb TMC
1 I0Ka3aB, YTO JIIOOBIC 3aperMCTPUPOBAaHHbBIC HEXeIaTeb-
HbIE SIBJICHMS OBUIM JIESTKUMU WJIM YMEPEHHBIMU U HE OT-
JIMYAJIMCh OT HeXeJIaTeIbHBIX SIBJICHUI B TPYITIe KOHTPOJIS
(meT” ¢ HOPMOTUITMYHBIM pa3BuTHeM) [1]. OmHO U3 camMbIX
3HAYMMBIX HEXXeJIaTeJIbHBIX SIBJICHUIA IIPU UCITOJIb30BaHUM
TMCy nereit ¢ nociaeactsusimu YMT — nipoBokauus cy-
JIOPOXHBIX MPUCTYIIOB, KOTOpasl Yallle BCTpeyaeTcs Ipu
HCIOJIb30BaHuM putMudeckoit TMC, B 4aCTHOCTH BBICO-
KOYaCTOTHBIX IIPOTOKOJIOB ¢ KOPOTKUMHM (<20 C) MEXCTH-
MYJIbHBIMU UHTepBaiamMu [2]. BakHoe KiIMH1YecKoe HabJIo-
nenue obu1o onmucadHo S.M. McClintock u coast. B 2012 1.,
aKIICHTUPOBABIIMMU BHUMaHKE Ha HEOOXOMMMOCTH OLIEH-
KU KOHTpaJaTepaJIbHOM PYKH BO BpPeMsl CTUMYJISILIUM Ha
MpeaMeT HaJudus MOAEePTMBAaHUM MW IBUKCHUI KakK
WHIMKATOpa PacpoCcTpaHeHUS] MHIYKIIUY 1 IIPOBOKALIUK
pPa3BUTUS TeHEPAIM30BAaHHOIO TOHMKO-KJIOHMYECKOTO
npucryna. [Ipu 3ToM, Mo MHEHUIO aBTOPOB, TIPUCTYIT MO-
JKET Pa3BUThCSA TaXe y MallMeHTa, He MMeIoIero (hakTopoB
pucka B aHamHe3se [2]. B ciyyae Hanmuuus y naupeHTa YMT
PYICK Pa3BUTHSI AMUIETITUICCKUX ITPUCTYIIOB KOPPEIHUPY-
€T C TSLKECThIO TIOBPEXKACHUST CTPYKTYP TOJIOBHOTO MO3Ta
(I'M). I1o muenwmto 1. Reti u coaBt., YMT accouumupyercs
C TOBBIIIEHHBIM PMCKOM pa3BUTHs KaK paHHUX, Tak
U MO3AHUX SMWICHTUYECKUX TPUCTYIIOB, B CBA3U C YeM
MPEANOYTUTEIbHEE UCIIOIB30BaTh HU3KOYACTOTHYIO CTHU -
MYJISILMIO KaK MEHee MKTOreHHy1o [2]. CucteMHBbIi 0630p
2015 r., mocBsmeHHbINH nHGopMaTuBHOocTU TMC mpu
YUMT nerkoii cTerneHu TSLKeCTH, MPOAEMOHCTPUPOBAJT 3Ha-
YUMOCTb BPEMEHHOI'O MHTEpBajla UCCICI0BAaHUS B YaCTH
KOJMYECTBEHHOI oLieHKM MapameTpoB TMC nipu KpaTKo-
CpOYHBIX (0 12 Mec), cpeaHeCPOYHBIX (0 5 JIET) U JOJTO0-
CPOYHBIX (>5 eT) cumnToMax [3].

Mopor moTopHOro oTBeTa

ITpu UMT nerkoii cTerneHu TSKECTU 3HAUYEHMS TO-
pora MmotopHoro otBeTa (ITMQO) oka3zanuch paBHO3HaY-
HBIMM C TAaKOBBIMM B IpyIine KoHTpoJd [1, 4]. B ciyyae
YUMT cpenHeil cTeneHU TSOKECTH MaJIOYMCIEHHOCTD UC-
cJeI0BaHMI, 0COOCHHOCTH MX AU3aiiHa M CMEILEHUE BhI-

OOpKM B CTOPOHY B3POCJION MOMYJISILIMKA HE TO3BOJISIN
clenaTh OMHO3HAYHBIX BBHIBOAOB. Tak, B UCC/IeI0BaHUMN
A. Chistyakov u coaBt. B 2001 ., mpoBeIcHHOM B TeUeHUeE
MEePBbIX 2 Hel TTOCJIe TPaBMbI, ObLIO IMPOJEMOHCTPUPOBAHO
3HauyuTeJbHOe noBbllieHUe [IMO y mauuenroB ¢ YMT
CpenHel cTereHu TsokecTr. [1pu 3ToM ero n3MeHeHue co-
MPOBOXXIAIOCH 3aMETHBIM CHYKEHEM OTHOILIEHUST aMILIH-
Ty BbI3BaHHOTO MoTOopHOro orBeta (BMO) k M-BoJiHe,
KOTOPOE MMEJIO JIATepaIN3alliio B COOTBETCTBUU C 30HOI
noBpexaeHus cTpyktyp I'M [5].

Cxoxkue pe3y/IbTaThl ObUIH MOTyYeHBI B UCCIICIOBAaHUN
OTEUECTBEHHBIX aBTOPOB, COITIAaCHO KOTOpoMYy y 13 nmeTeit
¢ mocneacTBUSIMMU Tsexeoit UMT ObLTO BBISIBJICHO YBEIM -
yeHue [IMO, ay 4 u3 13 BMO He ObL1 3apeTUCTpUPOBaH
Jlake IPY MaKCUMAaJIbHO BO3MOXKHOM MHTEHCUBHOCTHU CTH-
Mmyna [6]. Mexann3am rosbiieHnst [IMO MHOrogakTOpHBIiA
M 3aBUCUT OT TUIIA U TSKECTHU TPaBMBI: MOTEPsI KOPTUKO-
CIUHAJIBHBIX HeiipoHOB, pearupytouyx Ha TMC u npu-
BOJSIIIMX K TeHepaly BO30YXIal0Iero MoCTCUHAIITHYE-
CKOro MOTeHILMaJa B MOTOHEPOHaX CIIMHHOIO MO3ra,
MOXET OTBeuaTh 3a 0ojiee Bhicokuii [IMO mpu ymmbdax
I'M. C apyroti CTOpOHbI, 3aMeUIEHUE U TECUHXPOHM3ALIMS
HUCXOJSIIMX CTUMYJIOB ITPUBOAIT K CHYDKEHUIO 3 (heKTUB-
HOCTH BPEMEHHOTO CyMMUPOBaHMs BO30YKIAIOIIETO MOCT-
CHHAIITUYECKOTO MOTeHIIMaIa, KOTOpOe HEOOXOIUMO IS
JTOCTVKEHMSI TTOpOra JeTIOISIpU3aLMKU CeTMEHTapHBIMU MO-
TOHEPOHAMMU, SIBJISISICh OCHOBHOM IMPUYMHOM YBEJTUICHUS
TIMO nipu akcoHanbHbIX oBpexaeHusx I'M [5]. ITo gaH-
HBIM HEMPOBU3YaIn3alliy Y TTAIMEHTOB C YHWIaTepaJIbHbIM
noBpexkneHreM rmosbieHre [IMO Beerma cooTBETCTBOBA-
JIO CTOpOHE MoBpexXaeHusA. OMHAKO y MallMeHTa ¢ KOMOM-
HUPOBaHHBIM TTopaxkeHreM I'M ObLI0 0OHapYKEeHO HeCco-
OTBETCTBHME o4ara KOHTY3UM CTOpoHe ToBbimeHust [IMO.
Pa3Huiia Mexay panroIoru4ecKUMHM M 3J1eKTPO(PU3HO0II0-
TMYecKMMU TaHHBIMU Joctrrana 85,7 % [1]. N. Lapitskaya
1 coaBT. B 2009 I. B cBoeM UCCIeIOBAHUU ITPOJEMOHCTPU-
poBai HeM3MeHeHHbIe Mmokasarenu [IMO y manueHToB
B xpoHuueckom nepuoge YMT npu oTCyTCTBUU KIMHU-
YyecKoro MotopHoro aeduumTa [7]. B ob6paTHoi1 cutyauuu
OTCYTCTBME ITPOM3BOJILHBIX IBVDKEHUI Y TTALIMEHTOB C TSI~
xenoit YMT He Bcernma sIBJsIeTCSI TPeIBECTHUKOM U3Me-
HeHnus [IMO [8]. Takas guccounalus MOXET yKa3bIBaTh
Ha M30MpaTeIbHOE YIaCTHE MEJIKUX HEMPOHOB ITUPAMMUI-
HOTO IIyTH MPHU OTHOCUTEIBHON COXPAHHOCTHM KPYITHBIX
OBICTPOITPOBOASIINX KOPTUKOCITMHAIBHBIX BOJIOKOH, OT-
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Bevaronux 3a peansaiuio BMO [9]. OtnenbHble myoam-
KalliM YKa3bIBalOT Ha CHHXPOHHOCTb ITpoliecca KIIMHNYe-
CKOT'0 BOCCTaHOBJIEHUS Y HOpMau3auuu 3HadyeHuii [IMO
npu Be3goposiaeHuu nociae YMT [10].

JlaTeHTHOCTb BbI3BAaHHOTO MOTOPHOIro oTBeTa

CormnacHo nanHbIM MeTaaHanu3a 2020 &, YMT erkoit
CTEIEeHU TSIKECTU HE COMTPOBOXKIAETCS 3HAUMMBbBIM M3Me-
HeHueM JateHTHocTu BMO [4].

Amnnmy.qa BbI3BAHHOI0 MOTOPHOro OTBETa

CorjlacHO UMEIIIUMCS TaHHBIM, TIpu Jierkoit YMT
amruTyna BMO He npeTepneBajia 3HAUMMbIX U3BMEHEHMIA
KaK B paHHEM IIepHOoJie, TaK M B 5-JIECTHEM Iepuoe Ha-
omoaeHus [1, 4]. Hopmanusanus aMIuiuTyabl 1 GopMbl
BMO 6bu1a cBsI3aHa ¢ KIMHUYECKUM BBI3AOPOBICHUEM
npu UMT cpenHeit cTeneHu TSKECTU. DTU JaHHBIE CO-
BMANAIOT C pe3y/IkTaTaMK UCCIICI0BAaHMUST BOCCTAHOBICHUS
MOTOPHOI (DYHKIIMH TIOCJIE OCTPOrO HapYIIEHUST MO3TO-
BOT'O KPOBOOOPAILIEHUsI, KOTOPOE BBISBUJIO YBEIMUCHUE
amruutynsl BMO B nMHaMUKe B TeYeHME MEPBBIX 6 Mec
nociie nebrora 3aboneBanud [10, 11]. OTcyTcTBUE U3MEHE-
Hust aMIiutyasl BMO OblJIO OTMEUYEeHO y MalMeHTOB
C CUMITTOMAaTHYECKO IMMOCTTPpaBMaTHYECKO rumporieda-
JIMei 1 pa3HOOOPa3HBIMM UCXOIAMU TI0 IIKajie (QYHKIINO-
HanbHOU He3aBucuMmocTu (Functional Independence
Measure, FIM) [7]. UccnemoBanus H.KO. CemeHoBoIt
u coaBT. (2020) moka3zanu 3HaUUTEIbHOE KoJebaHue aM-
mmtyael BMO B rpynme meteii ¢ Tskenoit UMT [6].

Bpems ueHTpanbHOro MOTOPHOTO NpoBeAeHUA

OlieHKa BpeMeHM LIEHTPaJIbHOIO MOTOPHOTO MPOBE-
nenust (BLIMII) y mauuenToB ¢ nocaeacteusimu YMT
MPOBOIMJIACH B pa3HbIC BPEMEHHBIC OTPE3KH OT IebroTa
3a00JIeBaHMsI, a TAKKE TIPU pa3HbIX 00beMax MopaxkeHUsI
cTpyktyp I'M.

Pan nyonukaumii ykassiBaloT Ha yBeandeHue BLIMIT,
Ho B uccienoBaHuu A. Chistyakov u coast. (2001) sToT
IOKa3aTeJIb CTAaTUCTUYECKHU JOCTOBEPHO OTIMYAJICS TOJIb-
Ko B rpyrrne naureHToB ¢ YMT cpegHeii cTeneHu TsoKecTh
B CpaBHEHMU C rpymmnoi KoHTtpous [3, 5]. U3ameHeHue
BLIMII B rpymmnax ¢ o4aroBbiIM 1 KOMOMHUPOBAHHBIM T10-
paxeHueM cTpykTyp I'M yaiile Bcero HOCWJIO CyOKIMHU-
YECKMIA XapaKTep, 3a UCKIIIOYCHUEM TTallUeHTOB C TeMMIIa-
pe3oMm, y Kotopbix yBeanmdeHue BIIMII cosmamano
¢ KJIMHUYEeCKUMU nposiBaeHusiMU. Tot ¢akt, yto BLIMII
OCTaBaJIOCh B Ipe/esIax HOPMbI Y OOJIbIIMHCTBA MTAIlMCHTOB,
MOXET OBITh CBSI3aH C BbICOKOI MHTeHCUBHOCTHIO TMC, mpu-
MEHSIEMOIi Y MalMeHToB ¢ moBbiieHHbIM [IMO. Ctumyn
TaKOil MHTEHCUBHOCTH, BEPOSITHO, CITOCOOEH aKTUBUPOBATh
HaIpsIMyI0 KOPTUKOCITMHAIbHBIE aKCOHBI, TAKUM 00pa3oM
«IIPOITyCKas» HapylleHUe MPOBEICHUST Ha KOPTUKAIbHOM
ypoHe [5]. C npyroli CTOpOHBI, pe3yIbTaThl 00CIeIOBaHUS
13 neteii ¢ Tsxenoit YMT npoaeMOHCTpUpPOBaAIU yBeIUYe-
nue BLIMII B 100 % ciyyaeB, omHaKoO OTCYTCTBUE MHGOP-
MalliM O KJIMHMYECKOM CTaTyce JIeTeil, TaHHBIX HeIpOBH-

3yaln3alyu M CpoKax IIPOBEIECHUS HMCCIeoOBaHUS
He TI03BOJISIET C/IeIaTh OMHO3HAYHBIC BHIBOIBI [6].

B rccnenoBaHMsIX MPoAEMOHCTPUPOBaHA BO3MOXHOCTb
CYILIECTBOBAHUSI MOTOPHOTO Jie(hUIIMTA TIPY HEU3MEHEHHOM
BPEMEHU KOPTUKO-MOTOHEHPOHAIIBHOM MPOBOAMMOCTH,
COOTBETCTBEHHO, 1IEJIOCTHOCTh KOPTUKOCITMHAIbHBIX TIPO-
eKIIUIA He SIBJISIETCST TOCTATOYHBIM YCJIOBUEM COXPaHEHUS
MPOM3BOJILHOM ABUTATEIbHOM aKTUBHOCTH [8, 12].

Boitee BEICOKYIO UyBCTBUTEIBHOCTD B OLICHKE COCTOSI-
TEJIBHOCTH KOPTUKOCITMHAIBHOTO TPaKTa UMEET METOIMKA
TPOMHON CTUMYJISILIUM, COCTOSIIAasA U3 1 TpaHCKpaHUAb-
HOTO MarHUTHOTO U 2 MepudepuIeCKUX SIEKTPUICCKUX
CTUMYJIOB (CIUIETEHHE Y HEPB), HO M3-3a CJIOXHOCTHU €¢
BBITIOJIHEHUS pe3yJIbTaThl MaJlOYMCIIeHHHI [13].

Mepuop MmonyaHus

IIpu nocneactBusx YMT BHYTpUKOPKOBOE TOPMOXKE-
HME — OIMH 13 HanuboJiee CTabMIbHO M3MEHSIEMBIX ITOKa3aTe-
Jnieit muarHoctdeckoit TMC. @apMaKoJTOriIecKye NCCIea0-
BaHUs IEMOHCTPUPYIOT, YTO aroHucThl TAMK ;-perientopos
M MHTUOUTOPHI OOPaTHOTO 3aXBaTa raMMa-aMHUHOMACIISTHOM
KUCJIOTBI MOT'YT YIJIMHATB €TI0 MPOAOJIKUTEIBHOCTSD [14, 15].
A. Chistyakov u coanT. (2001) B cBoeM Hcclieq0BaHNUHU TTPO-
JEMOHCTPUPOBAIN 3HAYMTEJIBHOE YBEJIWYEHHE TIeproaa
momuanus (ITM) y nauuenToB ¢ YMT cpenHeit creneHu
TSDKECTH, HO B CPAaBHEHUU C YBEJIMYCHUEM MOTOPHOTO T10-
pora oH ObLT U3MeHEH B MeHblel crenieHu [5]. CoracHo
0oJiee TMO3OHUM ucchaenoBaHusiM, 1M uHpopMaTuBeH
B OLICHKE IBUTATEJIbHOM (DYHKIIMM Y KOMAaTO3HBIX Mally-
€HTOB, HO HE UMEET IIPOTHOCTUYECKOI 3HAYMMOCTHU B OT-
naneHHoM nepuoze [7]. B uccnenoBanusx N. Takeuchi
u coaBT. (2006), N. Lapitskaya u coasrt. (2009) 6bL1a 1moKa-
3aHa KOPPEJSIYs MEXIY YPOBHEM ITOPaXKeHUS 10 1IKaJle
KOMBI [J1a3r0 1 CTeneHbIO BEIPasKEHHOCTH KOPKOBOTO TOP-
MOKeHMs Yy 601bHBIX ¢ YMT [7, 16]. M3ydas rpyrimy cumit-
TOMHBIX Y aCUMIITOMHBIX IETEl C MOCICACTBUSIMU JIETKOM
YMT, R. King u coasrt. (2019) nponeMOHCTpUPOBAIMN YKO-
poueHue IIM B TteueHue 1 mec mocie cotpsceHus: I'M
B TPYIIE ¢ HAIMIMEM CHMIITOMOB, C IOC/IEAYIOIIEH TeH-
JEHIIMEN K er0 YBEJIMYCHMIO, aHAJIOTUYIHbIE TaHHbBIC ObLIN
MOJTyYEeHBI Y B3pOCJIBIX, IPU 3TOM yKopodyeHue [TM Habo-
JIAJIOCh B TeUeHUe TepBbIX 11 MTHEi OT MOMEHTa MOJIETUPO-
BaHug cotpsicenust M [17, 18]. BocripousBeaeHue Mmonean
corpsiceHrss 'M y B3pOCIIBIX TIPU MIPe TOJIOBOM C MSTYOM
nponeMoHcTpupoBaio yBeauyeHue [1M yxxe B iepBble 24 4
3KcIepuMeHTa. [1o MHEHUIO aBTOPOB MCCIIENOBAHMS, TIO-
BTOPSIIOIIMECS TPABMUPYIOIIME CUTYallMd MOTYT ITPOBOLIM-
poBaTh BTOPMYHOE HapyllIeHWEe KOTHUTUBHBIX (hYHKIIMIA
3a cyeT (PyHKIIMOHAIBLHOTO AehUIIMTa MTHTMOMPOBAHUS KOP-
TUKAJIBHBIX UTHTEPHEAPOHOB, OTHAKO aHAJIOTMYHBIX MCCIIe-
JIOBaHUH B IETCKOM MOMYJISILIMU He TipoBoawiock [19]. Cre-
JIYET OTMETUTb, YTO PSIIT aBTOPOB OTMevaroT yBearmueHne [IM
cpeay nauueHToB ¢ nocaeactBusiMu YMT Ha poHe mpuema
AHTUITIPECCAHTOB (B YaCTHOCTY CEJIEKTUBHBIX MTHIMOUTOPOB
00paTHOIO 3axBaTa CEPOTOHMHA), YTO HEOOXOAMMO YUUTHIBAThH
MpHU TJIAaHMPOBAHUM TU3aiiHa uccieaoBanus [20].

TOM 14

73



TOM 14

74

HepBHo-mblweykbie OJIE3HH

Jexuyuu u 0630por | Lectures and reviews

KopoTkonateHTHOe athepeHTHOE TOPMOXKEHME

¥V nauuenTtoB ¢ YMT no cpaBHEHUIO CO 3[I0POBBIMU UC-
IBITYeMBIMU OTMEUEHO 3HAYUTEIbHOE CHIKEHIE KOPOTKO-
JateHTHoro addepeHTHoro Topmoxenus (KAT) [7, 18, 19].
Mexanusmbl cHkeHUs: KAT npu UMT HesicHBI, HO MOTYT
BKJII0YATh JIMOO TPSIMOE TOPMOXKEHUE MOTOPHOM KOPBI
13-3a ObICTponpoBoOAAIIUX adhhepeHTOB, JUO0 OTMEHY
TOHWYECKOTO 00JIeTYeHUs U3 NpyTrux cTpyKTyp ['M, Takux
Kak Tajmamyc [21]. Jpyrass BO3MOXHOCTb 3aKJII04aeTCs
B TOM, UTO ITOJKOPKOBBIE MOPAXKEHUS, KaK U Y MAIlUEHTOB
C MHOXXECTBEHHBIMM MH(APKTaMHM, IIPEPHIBAIOT BOCXO/SI -
1II1E XOJIMHEPTUYECKHE aKCOHBI, (hOPMUPYST KOPTUKATTbHYIO
XOJMHEPTUYeCKyto neHepBauuio [22]. XonnmHepruieckue
aKCOHBI IOCTUTAIOT KOpbl I'M 110 myTsIM, MAYIIMM B LINH-
T'YJISIPHOM CJIO€ M B HApY>KHOM KaricyJie, 4To JejIaeT Kop-
KOBBIIA ¥ TTONKOPKOBBII CJIOM XOJMHEPTMIECKOT0 KOHTYpa
0COOEHHO YSI3BUMBIMHU K TTOBPEKICHUIO OSJIOr0 BElleCTBa
I'M nipu UMT [23]. B pe3ynbraTe MpoUCXOOUT OTKITIOUEHUE
KOPKOBBIX 00JIaCcTeil, HECYIIIMX B TOM YMCJIE OTBETCTBEH-
HOCTb 32 KOTHUTUBHBIE HapylieHus: mpu YMT, ot ux uc-
TOYHMKA XOJMHEPIMIEeCKOM MHHEPBAlMU B 0a3aJbHOM
OTHeJe nepeaHero Moara [24].

AnNuHHONATEHTHOE BHYTPUKOPKOBOE

TOPpMOXeHue

Ipynmna ¢ cumnromatnyeckoii gerkoit YMT mnpoae-
MOHCTPHUPOBaJla CHUXKCHUE JUIMHHOJIATEHTHOTO BHYTPU-
KOPKOBOTO TOPMOXXEHUsI 110 CPaBHEHHUIO CO 3JI0POBBIM
KOHTPOJIEM. DTO TO3BOJISIET MPEANOJOXUTh CHIKCHUE
ypoBHsA TAMK;-penienTopoB 0nocpenoBaHHOro KOPKO-
BOT'O TOPMOXKEHMUSI, YTO SIBJIIETCS OCOOCHHOCTBIO IETCKOM
nonyJasuuu [1].

WHTpaKopTMKanbHOe UHrMOUpoBaHue

M MHTPAKOPTUKANIbHOE BO3OYKAeHNe

OTtaenbHbIC TyOIMKALIMK COOOIIAIOT 00 YBEeJIUYEHUN
MHTPAKOPTUKAJIbHOTO MHTMOMPOBAHUS M YMEHbBIIICHUN
MHTPAKOPTUKAIBHOTO BO30YXICHUS Y MAIIMEHTOB B BeTe-
TaTUBHOM COCTOSIHUU WJIM B COCTOSTHUM MUHUMAaJIbHOTO
YPOBHSI CO3HAHMUS, B TO BpeMsI KaK MHTPAKOPTUKAJIbHOE
WHTHOMPOBaHUE M MHTPAKOPTHKAIbHOE BO30YXICHUE HE
U3MEHSI0TCS Tociie jerkoii YMT, mosTomy oHU paccMa-
TPUBAIOTCSI KaK MOTeHLIMAJIbHbBIE MOJAIbHOCTU OLEHKU
TSKEeCTH 3a0oJieBanus [25, 26].

06cyxxaeHune

B marocdusmnonornyeckoii OCHOBe U3BMEHEHUI T1apa-
meTpoB TMC npu UYMT nexat HapylleHUEe peryJIsiliuu
BBICBOOOXKICHUST HEMPOMEIMATOPOB, U3BMEHEHME SKCITPeC-
CUU PELIeTITOPOB, TTOBPEXICHNE MHTEPHEUPOHOB U MMKPO-
LIMTOAPXUTEKTOHMKU, YTO MPOBOLIMPYET HapylIeHe (hyHK-
LIMOHAJIBHOTO OajlaHca MeXIy KOPKOBBIM BO30OYXKIEHHEM
U TOpMOXeHHEM [1]. DTo moaTBepKAaeTCS KaK 3KCIepU-
MEHTaIbHBIMU MoAeasiMu YMT, Tak U ucciienoBaHUSIMU
y B3pocabIx ioaei |5, 27—31].

IMepBoHauanbHo YMT mpuBOOUT K HEKOHTPOJIUPYE-
MOMY BbICBOOOXICHMIO IITyTaMaTta 1 HapyIIeHWI0 HOHHOTO
OajlaHca HEHpPOHAIbHBIX MEMOpPaH, CTEIIEHb KOTOPOTO 3a-
BUCHT OT TsKecT! TpaBMbl [32, 33]. [Ipoucxomar uamMeHeHust
B KCITPECCUU PELIETITOPOB, TAKKE KaK paHHUE U3MEHEHMUS
B cOCTaBe cyObeanHuUIL perienropoB N-MeTui-D-acnaprara
1 6oJiee TO3MTHUE CIBUTHU B CYOBbEIMHUIIAX PELICIITOPOB MO/~
THIIa FTaMMa-aMUHOMACJISTHOM KUCIIOTHI [34—36].

DKcIeprMeHTaIbHbIe PaOOTHI JEMOHCTPUPYIOT YIIyd-
LIEHWE J0JATOCPOYHBIX (PyHKIMI Kopbl ['M y HedenoBeko-
00pa3HbIX NpUMaToB ¢ nocaencTeusaMu YMT 3a cueT Biu-
gHUs BbicoKoyacToTHOU TMC mnyremM u3MeHEHUs
B 9KCITPECCUU KaJTbIIUI-CBS3bIBAIOIINX OEIKOB TOPMO3HBIX
MHTEPHEMPOHOB, KOTOPHIE, B CBOIO OYEpPEb, MOTYT MEHSITh
YPOBEHb BO30YIMMOCTH HEIPOHHOI1 ceTu. bblto 1mokasaHo,
YTO MOBTOPHAsl MAaTHUTHASI CTUMYJISILIMS BBI3BIBAET JUIHM-
TEJIbHOE YBEJIIMYEHUE TMPEACTaBICHHOCTU TIyTaMaTepru-
YEeCKUX CMHAICOB B CPe3aXx MO3Ta, YTO CBUACTEILCTBYET
00 UX CTPYKTYpHOU ItacTuyHocTH [37].

HccnenoBanye IeTCKOM MOMYJISIIUA ¢ CUMITTOMHOM
M1 acCUMIITOMHOI Jierkoit YMT npoaeMoHCTpHUpoBaio, 4To
B LIEJIOM IlapaMeTphl, CBSI3aHHBIC ¢ KOPKOBBIM TOPMOXe-
HMEM, ObUTM OTHOCUTEILHO TIOBBIIICHBI B 06CCMMIITOMHOM
IpyIIie — ¢ GBICTPBIM BOCCTAHOBJICHUEM IOCIIE COTPSICEHMS
I'M, B TO BpeMs Kak mapaMeTphl, OTpaxaloliue KOpTHU-
KaJlbHOE BO30YXIeHUE/DacuanuTauunio, ObLIM CHUKEHBI
y aeTeit ¢ cumntTomamu [17].

AHaJIu3 IUTEepaTyphl IEMOHCTPUPYET HEOOXOAMMOCTD
JaJIbHEMIIIero uccaeqoBaHus MHOOPMATUBHOCTH ITapame-
TpoB TMC B netckoit nomyssuuu nmpu YMT, Tak Kak ume-
IOIIIMeCs] JaHHbIE TPOTUBOPEUYMBBI, 2 0COOEHHOCTH AU3aii-
Ha ¥ MaJIOYMCJICHHOCTb BBIOOPKHU HE TTO3BOJISIIOT CAEIaTh
OIHO3HaYHbIe BBIBOMBI [38—41]. Bynyiue ucciaenoBaHus
ITOJIKHBI aKIIEHTMPOBAaTh BHUMAaHME HE TOJIBKO Ha CPOKax
1 00beMax MTOBPEXKICHUS, 0COOCHHOCTSIX (hapMaKOoTeparu
npu nipoBeneHur TMC, naHHBIX HepoBU3yaIu3alu, HO
M Ha COIOCTaBJICHUM CPOKOB IMOPAXEHMS C TEPUOIaMM
KPUTUYECKOM HEHPOIUIACTUYHOCTU (BPEMEHHBIC OKHA),
KOT/Ia BJIMSTHUE OIbITa Ha pa3BUTHE MO3Ta BBIPAXKEHO He-
00BIYaiTHO IITYOOKO U MOXET CUJILHO MOAYJIMPOBATh HEeli-
poHHEbIe ceTu [42]. Takre mepuoabl COMPOBOXKISHBI TEHHO-
MOIYJMPOBAaHHBIMU OCOOCHHOCTSMU CHHANTOTeHE3a,
OIPEICIISIONIMMU B ITOC/ICAYIOIIEM KIMHUYECKUE UCXOIbI
BoccTaHoBIeHUs [42]. B akcneprMeHTaIbHBIX MOIEIISIX
OblIa YyCTaHOBJIEHA BO3MOXHOCTD «yIIPABJICHUS» IIePHO-
JlaMU KPUTUYIECKOM HEMPOILIACTUMHOCTH, B YaCTHOCTH 3a
CYET HelTpaau3aluu peuentopoB NOgoA — peryisiTop-
HBIX TPaHCMEMOpPaHHBIX OCJIKOB, KOTOPbIC aKTUBHO 3KC-
NPECCUPYIOTCS Pa3BUBAIOILIMMCS MO3IOM M CIIOCOOHBI
BBI3BIBATh JecTaOuau3anuio cuHarcoB [42]. Beuio po-
Ka3aHo, YTO HapyIIeHUE KPUTUIECKOTO IIeproa B OAHOM
peruoHe MOXET PacCTPOUTh HOPMAIbHYI0O CUHXPOHM3a-
LU0 MEXAY KPUTUYECKUMU MEePUOAaMM B CBSI3aHHBIX
00J1aCTsX MO3Ta, KaK CJIICTBUE, aHOMAJIbHOE YKOPOUYCHUE
WIH YBEJIUYCHUE TTPOIOIKUTEIBHOCTH OTHOTO KPUTHUYE-
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CKOTO TIepHOa MOXET MPEXIEBPEMEHHO YCKOPUTh WK
OCTaHOBUTb HacTyIuleHue Apyrux [11]. B oTHomenun
MPOLIECCOB CO3PEBaHUsI KOPTUKOCITMHAIBHOTO TPaKTa
OIHWM U3 aHaJIOTOB IEPUOI0B KPUTUUECKON Heiiporia-
CTUYHOCTH SIBJISIETCS BPEMS €CTECTBEHHOM MHBOJIOLUN
UIICUJIaTepajibHBIX CB3ei [42].
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Immkorenos 11 Tuna, unu 6ose3us [Tomme (BIT), otHO-
CUTCSI K PEIKMM HACJICICTBEHHBIM OOJIC3HSIM HAKOIUICHWSI,
CBSI3aHHBIM ¢ Ae(DUIIMTOM (pepMeHTa KUCJIOK Majibrasbl (K1c-
Jioli anbga-rmoko3uaassl, KAI) B im3ocomax. [Tpeumyiie-
CTBEHHOE HaKOILUICHUE TIMKOTeHa OTMEUYEHO B CKEJIETHBIX
MBIIIII[aX, HO B pa3HOM CTEIIEHH MOXET OOHapyKMUBaThCs
1 B IPYTMX OpraHax ¥ TKaHsIX, BKJII0Yask CepISUHYIO MBIIIILLY,
MeYeHb, HEPBHYIO CUCTEMY, IJIAIKYIO MyCKYJIaTypy.

CoBpeMeHHbIe KPUTEPUU YCTAaHOBJICHUS OHMarHO3a
npy BIT mpuHATHI Ha MEXAYHAPOIHOM YPOBHE, BKIIIOUEHBI
B KJINHUYECKME PEKOMEHAAIIMY 1 COOJIONAIOTCS] POCCUTA-
CKMMM crienuanuctamu [1].

[MauueHTaM ¢ cuMIToMamu, XxapakTepHbiMu ajis bIT,
MPEXIIe BCETO PEKOMEHIYETCsl OIpeaeecHue aKTUBHOCTH
KATI — kak npaBujio, y nauueHToB ¢ bI1 BBIIBASIOT 3HAUN-
TEJIbHOE CHIDKCHME aKTUBHOCTH (hepMeHTa. B psine cirydaeB
MHTEPIIPETaLs Pe3y/IBTaTOB OMOXMMMYECKOTO TECTUPOBA-
HMS TpeOyeT OCTOPOKHOCTH, IMTOCKOJIBKY OIMKMCAHbI aJUIe TN
TICEBIOHEIOCTATOYHOCTH, KOTOPBIE MOT'YT BIIMSITh HA aKTHB-
HOCTb (pepMeHTa, HO HE TIPUBOAMTD K pa3BUTUIO OOJIE3HM.
B sTux caydasx nas moarBepxkaeHus auardosa bIT peko-
MEH/IyeTCsI TIOBTOPUTBH OIpe/eIeHe aKTUBHOCTU (DepMeHTa
B JPYroii IabopaTopuu, a TaKXKe B IPYrUX oOpaslax o1o-
MaTepuaiia (MbIIIIeYHas TKaHb, KyJbTypa KOXHBIX (hH1Opo-
0J1aCTOB) M/WJIU B pa3HbIX JJAOOPATOPUSIX.

Bcem nanmeHTaM co CHUKEHHOM akTUBHOCThI0O KAT
00s13aTeJIbHO MTPOBOAUTCS MOJIEKYISIPHO-TeHETUYECKUIA
aHanu3 reHa GAA c 1eblo TOATBEpPXXAeHUs Auardo3a bIl
Ha MOJICKYJIIPHO-TEHETUYECKOM YPOBHE. BoJBIIMHCTBO
MaIMEHTOB SIBJISIOTCS KOMIAyHI-TeTepO3UroTaMH, T.e. He-
CyT 2 MaToreHHble MyTaluy reHa GAA B TpaHC-TIOJ0XEHUH.
ITockonbky B reHe GAA orrcaHo OOJIBLLIOE YMCIO0 YHUKAITb-
HBIX ITATOT€HHBIX BAPMAHTOB (MYTalLIMii), TOJTMMOP(OHU3MOB
Y HYKJICOTUITHBIX 3aMEH HEeSICHOI 3HAYMMOCTH, MOT'YT BO3-
HUKHYTh TPYAHOCTU MPU MHTEPHpPETALMU PEe3yIbTaTOB
MOJICKYJISIPHO-TEHETUYECKOM TUAarHOCTUKM U, KaK CJIe]I-
CTBUE, YCTAHOBJICHUM AMArHo3a, 0COOEHHO B cliyyae He-
3HAYUTEJIbHOTO CHIKEHUSI aKTUBHOCTHU (DepMEHTA.

HecMmotpst Ha MOBBIIICHHBIN B IMTOCACIHME TOIBI MH-
Tepec K peAKUM 3a00JIeBaHUSIM U pa3pabOTaHHbIC METOIBI

JIUAarHOCTUKHM, TIO-TIPEXKHEMY OCTaeTCs PSIT HePEeIIeHHBIX
npodyiem nuarHoctTuku BIT, koTopbie ObLIM 00CYXKIEHBI
Ha pabo4YeM COBEIAaHUU C YIaCTHEM BeIyIINUX CIeIaII -
CTOB: TEHETMKOB, HEBPOJIOTOB, KAPIMOJIOTOB, COTPYIHUKOB
HaIlMOHAJIbHBIX JJa0OPaTOPHBIX CIIYKO CTpaHHI.

Crnenyet Mpu3HaTh, YTO OCTACTCS HEPEIIIEHHOM ITpobIie-
Ma Ha YPOBHE aJIeKBaTHOTO MIEPBUYHOIO OCMOTpA TMalleHTa.
Henocrarounslii coop aHaMHe3a MalyeHTa, 0COOEHHO C pe-
TPOCTIEKTUBHOM OLIEHKOI MOTOPHBIX BO3MOXKHOCTEH B ICTCTBE
M TIOJPOCTKOBOM BO3pacTe, He MO3BOJISIET ITOCTABUTD IIpa-
BWIBHO 3a1a4y Teper JJabopaTOpHbIMM CJTY>KOaMU Ha TIOJIH-
KJIMHUYECKOM 3Talle ¥ COCTABUTH IepeueHb TuddepeHIm-
aJIbHBIX TUarHO30B. Bo Bcex ciydyasix OTCYTCTBUS y TTAllMEHTa
BII cnenyet npoaomKUTh IMTOMBITKA YCTAHOBUTD IPABUJIBHBIIA
nrartos3. Hetr ocHoBaHUiA He MOBEPSATH pe3ysibraTaM SH3UMO-
JMArHOCTUKH, TaK KaK OIIMOKM B pe3y/IbTaTaxX ObIBAlOT Kpaii-
HE PEIKO M ITOCTOSTHHO MOHUTOPHUPYIOTCS. B ClIOXHBIX
M HEOJHO3HAYHBIX CJTyJasiX BpayaM B perMOHAaX HyxKHa 3KC-
MepTHas MOMIePKKa B IIPUHIATUM pellieHMid. B Hacrosiiee
BpeMsI IMEIOTCST BCE TEXHMUYECKKE BO3MOXKHOCTH TTOJTydESHMS
TeJIEMEIUIIMHCKON KOHCY/IBTAllMM, a TAKXKe CO3bIBa KOHCH-
JIMyMa C y9aCTHEM BEIYIIHX SKCIIEPTOB CTPaHbI.

B Poccuu B HacTosIiee BpeMsi UMeeTCs KoropTa Iia-
LIMEHTOB, ¥ KOTOPhIX nuarHo3 BI1 He moarBepxkieH, He-
CMOTPSI Ha KIIMHUYECKKE TIPOSIBJICHUS O0JIE3HU, TIOCKOJIb-
Ky B XOJIe MOJIEKYJISIPHO-TEeHETUYECKOro aHajam3a Obuia
oOHapyXeHa TOJIbKO 1 maToreHHas/BepOosITHO ITaTOreHHast
myTaius. Takoe siBleHue Ha3bIBAIOT «I€TEPO3UTOTHOCTD».
ITpu 5TOM y alIMEeHTa-TeTePO3UTOThI — OyeM TaK Ha3bl-
BaTh YeJIOBeKa, y KOTOPOTo He 0OHAPYKEHO BTOPOIA MyTa-
LMY, — B OTVIMYKME OT MPOCTOTO HOCUTEJSI TATOreHHOTO
TeHETUYECKOr0 BapvaHTa, MPUCYTCTBYIOT KJIMHUYCCKHUE
CHMIITOMBI, XapakTepHble 11 BI1, a Takke CHUXeHME
aktuBHocTH KAT. Y HOoCHTEIISI MAaTOre HHOTO TeHETUYECKO-
IO BapyMaHTa KJIMHUYECKUX ITPOSIBJICHUI HET, 8 aKTUBHOCTh
depmenTa KAI' HaxoauTcs B mpenenax peepeHCHBIX 3Ha-
YEHUI WU CHUXKEHA, HO HE 10 KPUTUYECKUX ITOKa3aTelel.
Ecam y manmeHTOB — HOCHMTEJICH ITaTOreHHOTO BapraHTa
reHa GAA HaOo1al0TCs Kakre-J11M00 KIMHUYECKUE MPo-
SIBJICHUST MUOTIATHH, HEOOXOIMMO 00C/IeIOBaHME IS TIOMCKA
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JIPYroii IpuuKHbI, He cBsi3aHHOI ¢ BI1. Kak roBopuioch BbI-
111, CHIDKEHME aKTHUBHOCTY (hepMEHTA MOXKET OBITb CIICICTBH -
€M HaJIn4us ajutelieil riceBnoHenocraroyHocT. CoveTaHre
ajuiesieil rceBnoaeuIMTa ¢ HOCUTEIBCTBOM ITATOTEHHOTO
T€HETUYECKOTO BapuaHTa B reHe GAA MOXET JaBaTh JIOKHO-
TTOJIOXKUTEIbHBIN Pe3Y/IBTaT MPH IMPOBSACHUM OMOXUMHUYECKOM
nuarHocTuku. Ha coBemiaHuy Takxke oOCYXXAalIoCh, YTO

B CJTydae YCTaHOBJICHHOT'O HOCUTEJIbCTBA MyTalluK B reHe GAA

HeoOXOAUMBI 00CIeIOBAaHUE CEMbU (CEMEMHBIN CKPUHUHT)

1 MOHUTOPUHT U3MEHEHUST COCTOSTHUSI.

CyIIeCTBYIOT TOMOJIHUTEIbHBIC TUArHOCTUYECKUE TaK-
TUKHU, KOTOPBIE MOTYT IIPUMEHSITHCS B TAKKMX CIIOPHBIX CITyda-
sIX, Kak retepo3urotHocth bI1. Hanmpumep, Bo3aMoxkHO 13-
MepeHre ypoBHs TeTpacaxapuaa Tmoko3sl Glcol-6Glcal-
4Glcal-4Glc (Glc4) B Moye B KauecTBe OMOMapKepa, KOTOPbIit
MOXKET I[TOMOYb B TAKMX CJIOXKHBIX M HEOMHO3HAYHBIX CITydasix,
KaK TeTepO3UTOTHOCTh M HOCUTEITLCTBO. JIaHHBI OMoMapKep
MU3MEPSIICS P MOHUTOPUHIE COCTOSTHMS TTALIUEHTOB, ITOJTY-
YyaBIINX (pepMeHT-3aMecTUTeNbHYI0 Teparnuio (P3T) B mc-
caepoBanun COMET [2]. B naboparopun HaclienCTBEHHbBIX
0oJsie3Helt 00MeHa MeauKo-reHeTUYeCKOro HaydHOro LieHTpa
uMm. akan. H.I1. BoukoBa npoBeneHo uccaenoBanue Glc4
B MOYE y 3I0POBBIX JOOPOBOJIBIIEB, MALIMEHTOB C IPYTUMU
TIEPBUYHO-MbIIICYHBIMU 3a00JIEBAHUSMU U TIIMKOTCHO3aMU
B CPAaBHEHMHM C YPOBHEM OMOMapKepa y MalMeHTOB C IO~
tBepkaeHHo BI1. B paMkax aToro nccnenoBaHus METOM ObLT
BaJIMIUPOBAH U TIOJTYyYeHBI PE3YJIBTaThl, KOTOPBIE B 1IEIOM
COIIAcyIOTCs ¢ JaHHBIMU MUPOBBIX MccenoBaHuii [3—10]:

Glc4 aBnsieTcsl YyBCTBUTEbHBIM OMOMapKepOM Ha-
KOTUICHUSI TJIMKOTeHa M TTOBPEXICHUS TKaHEeH, KOHIICH-
TpaLus KOTOPOTO MOBKIIIIAETCS B MOYE Y IallieHToB ¢ BIT;

* ypoBeHb Glc4 — Bo3pacT3aBuUCHUMAasl BeJIWYMHA,

T.€. CYIIECTBYeT O0OpaTHasl KOPPEJSIUS MEXIy KOH-

ueHtpanueit Glc4 B Moue ¥ BO3pacTOM: ¢ BO3pacToOM

koHueHTpauusi Glc4 B Moue cHukaercsd. CooTBeT-

CTBEHHO, HOPMBI JAHHOTO MOKa3aTeJ s IS allueHTOB

0oJjiee cTaplllero Bo3pacra OyayT ropasno HIKe, YeM

HOPMBI TSI HOBOPOXKIECHHBIX;

ypoBeHb Glc4 aBIsieTCsl YyBCTBUTEIBHBIM, HO HECITe-

IMGUYHBIM [TOKA3aTeIeM, ITOCKOJIbKY IOBBIIIAETCS

Y TIPU IPYTUX MUOMATUSIX U TJTMKOTEHO3aX;

ypoBeHb Glc4 He moBbIIIaeTCs TPU TICEBIOHEI0CTA-

TOYHOCTU (pepMEHTa M Y HOCUTEJICH aTOTeHHBIX T'e-

HETUYECKUX BapuaHTOB B reHe GAA;

* MOHUTOPUHT Glc4 y ofHOTrO MalueHTa BbISIBUJI CHU-
xeHue ypoBHs Glc4 Ha poHe 3T y manmenTos ¢ BIT,
YTO ITO3BOJISIET MCIIOJIb30BaTh TaHHBIN MTOKa3aTe b ISt
KOHTPOJISI 3(P(EKTUBHOCTU Tepalvu B Cllydae, el
M3BECTHBI UCXOIHBIC TTOKA3aTEIIH;

* Glc4 moMoraeT noaTBepxaath auarHo3 bIT nmpu He-

OogHO3HaYHbIX Ooxumuyeckux u JJHK-tecrax;

ypoBeHb Glc4 Boiie y mauueHToB ¢ BIT, yuem y 3mopo-

BBIX JItOJIe# TOTO Ke Bo3pacTta [11];

ypoBeHb Glc4 3aBUCUT OT OWEThl U TUIA MUTAHUS:

BBICOKOE ITOTpeOJieHHWEe YIJIEBOIOB/OeIKa W TOJIOA

BIMAIOT Ha KoHLeHTpauuio Glc4 [12];

* ypoBeHb Glc4 koppenupyeT ¢ GeHOTUIIOM: OH BbIIIIE
y manueHToB ¢ miaaeHdYeckoir BII mo cpaBHeHMIO
¢ nmaimeHTamu ¢ bIT ¢ mo3gHuM HavyasioM. OGpalaet
Ha ce0s1 BHMMaHMe ToT (akT, yTo npu bII ¢ mo3nHum
HayajJoM IIpM HEOHATaJIbHOM CKPUHMHIC TaHHBII
Mapkep ObL1 B HopMme [13, 14];

ypoBeHb Glc4 KoppeaupyeT ¢ TeHOTUITOM (HaJTuuueM
BapuaHTa ¢.-32-13T>G) u TsKecThblo MaToreHeTUYe-
CKMX BapUaHTOB [6].

DKCHepThl peKOMEHAYIOT MCIIOJIb30BaTh OMOMapKep
Glc4 B inarHocTHKe 1 MOHUTOPUHTE TlalimeHToB ¢ bIT kak
TECT BTOPO IMHUU, C TEPUOANIHOCTHIO 1 pa3 B 6 Mec 1is
CJIOXHBIX CJTy4aeB ¢ HEOAHO3HAYHBIMU Pe3yJIbTaTaMu OMO-
XUMUYECKUX UCCICIOBAaHWI M KIMHUYSCKUMMU TTPU3HaKa-
MM, HECMOTPsI Ha TO YTO GMoMapKep He 00J1amaeT CTOIpo-
LICHTHOM YyBCTBUTEIBHOCTBIO M CIIELIM(UYHOCTbIO.

CyllecTBYIOT U Ipyrue jJabopaTopHbIe MOKa3aTeu,
M3MEHEHUE KOTOPHIX TToMoraeT 3anono3puTh bIT: kpea-
TUHOOCHOKMHA3a, acTlapTaTaMUHOTpaHcdepa3a/nakrar-
JIeTUaporeHasa, Bakyojausamus sumdornmTos [1, 15, 16].
Taxcke npeanonoxuth nuardHo3 bIT mo3BossioT Takue uc-
cJieoBaHMsI, KaK 3JeKTpoMuorpadusi, MarHUTHO-Pe30-
HaHcHasi ToMorpacdusi 1 OMOIICHS MBIIIIL, U3MEPEHUE aK-
tuBHOCTU KAI' B muMormrax/budpoodiactax/MbIILIEYHOM
ouonTate [17]. Psan BellIenepeYncIeHHBIX JOMOJHUTEb-
HBIX METOMIOB HE SBJISIIOTCSI PYTUHHBIMM, YTO OCJIOXHSIET
MX UCITOIb30BaHKE B MIOBCEIHEBHOM KIMHUIESCKOM TTPaK-
THKE. «30JIOTBIM CTaHAAPTOM» THAarHOCTUYECKOTO CKPH-
HuHra BII siBisieTcst uaMepeHre aKTUBHOCTU (pepMeHTa
KAT B cyxux nsgiTHax KpoBU. [1py CHUXKeHUM aKTUBHOCTU
KAT nuarHo3 Bo Bcex Citydasix I0JDKeH ObITh TIOATBEPXKICH
MOJICKYJISIPHO-TEHETUICCKMM MCCIIEIOBAHUEM.

B MupoBoii mpakTHKe HET ONYyOJIMKOBAHHOTO OIThITa
MMpoOHOro Ha3HavYeHUs maToreHeTnyeckoit M3 T marueH-
TaM ¢ nono3peHueM Ha BII, y koTopbIx yaanock oOHapy-
JKUTB TOJIBKO 1 MaToreHHyto MyTanuio. EcTb ciryyan, korna
Tepalusl Ha3Havyajach MalveHTKe ¢ 1 maroreHHol MyTa-
¥eit 1 1 BapmaHTOM HeM3BECTHOTO 3HAYCHUST, HO Pe3YJib-
TaThl TAKOTO Ha3HAUYE€HMS MOKaA He OIMyOJuKoBaHbI [15].
ITogoOHBII onbIT B Poccun TakKe OTCYTCTBYET.

MupoBoe cOOOIIECTBO OPUEHTUPYETCS Ha TO, YTO
rmaroreHeTu4yeckoe yiedeHue npu bIT MoxeT ObITh Ha3Ha-
YeHO B cjydyae ITOATBepKAecHHOTo auarHo3a BII —
MpU HATWYUU 2 MyTaluii reHa GAA 1 CHUDKEHHOM aKTHUB-
Hoctu pepmenTa KAI. DToro xxe nmpuHLMNa OIpUASPKI-
BaroTCs 9Kcnepthl B Poccum.

DKCIEPTHI MPEIIaraloT pacCCMOTPETD CIICAYIONIUE TTO/ -
XOIbI JUISl IPUHSITUS PEIICHUS O TOTeHLIMAJIbHOM Ha3Ha-
YEHUM ITPOOHOI ITaTOreHeTUIECKOM TepaIu:

* JUISI IPUHSATHS KOJUTETUAIbHOTO pellieHrsI HEOOXOIMO
Co3BaTh (penepabHbIi (TPEXCTOPOHHUI) KOHCUTUYM,
MPENCTABJICHHBIN YYaCTHUKAMM TaHHOTO COBEIIaHN,
TaK Kak BCe MOoA0OHbBIE Cilydyau TpeOyroT 0oJiee Tiyoo-
KOTO aHaJIM3a U MTHAUBUIYAJIBHOTO ITOIXO0/a;

* IIpU HaJIWYUM KIMHUYecKoi KaptuHbl BIT (mosicHo-
KOHEYHOCTHOI MUOTIATHH, TAKXKE MOXKET OBITh ITOBBI-
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1LIeH YpOBeHb KpeaTUuH(OC(HOKUHA3bI), HOpMaJIbHOMI
aktuBHocTU pepmeHTa KAT 1 1 maToreHHOI MyTauuu
MpoOHas maToreHeTHIecKasi Teparusi He Ha3HavYaeTcsl.
PexoMeHI0BaHO MPOIOKUTH BCECTOPOHHIOW -
epeHIMaIbHYI0 TMarHOCTUKY;

* IIpU HaJIWYUM KIMHUYecKoi KaptuHbl BI1 (mosicHo-
KOHEYHOCTHOI MUOMATUM, TAKKE MOXKET ObITh ITOBBI-

IIeH YpOBeHb KpeaTUH(OC(HOKUHA3bI), CHUXEHUS
aktuBHOCTU (pepmeHTa KAI, 1 maToreHHoi MyTaLuu,
MOBbILIEHHOTO YpoBHS Glc4 B Moue Ha3HaYeHUE MTPO0-
HOI MaTOTreHETMYECKOM Teparny BO3MOXHO IIPH yCJIO-

BUU KOJUIETUAJIBHOI'O PEILICHUA. ILT[H 3TOrO HEOOXOIUMO

AHaMHe3 1 KNMHUYeCKas KapTHa 6onesHn /
Anamnesis and clinical presentation

A

Mpu nopo3peHnn Ha bl — uccneoBaHMe aKTUBHOCTH
depmeHTa KUCN0i anbda-rnioko3naassl /
IfPD is suspected, acid alpha-glucosidase
enzyme activity should be tested

co3BaTh (eaepabHbINi (TPEXCTOPOHHUI) KOHCUINYM,
MPeACTaB/ICHHbI YJaCTHUKAMM JAHHOTO COBEIIAHMSI.

Y

AKTUBHOCTb GepmeHTa CHInKeHa /
Enzyme activity is reduced

A

Y

MonekynapHo-reHeTUyeckan AuarHocTuka /
Molecular genetic diagnostics

Y

O6Hapy»eHue 2 naToreHHbIx/
BEPOATHO NaTOreHHbIX reTepo3UroTHbIX BapuaHToB /
Detection of two pathogenic/
probably pathogenic heterozygous variants

MorpaHMyHoe 3HaueHue aKTUBHOCTH GepmeHTa /

!

Y

HopmanbHas akTUBHOCTb pepmenTa /

Detection of only one pathogenic/
probably pathogenic variant***

Borderline value of enzyme activity Normal enzyme activity
Y Y
[varno3 bIl He noaTBepxAeH* / [Jlarno3 bIl He nopTBepXxAeH* /
The diagnosis of PD has not been confirmed* The diagnosis of PD has not been confirmed*
A A
Y
V13mepeHue akTUBHOCTY GepmeHTa
— B Apyrux naboparopuax / —
Measurement of enzyme activity
in other laboratories
= 06Hapy»eHue anneneil NCeBAOHEA0CTaTOYHOCTU** /
» Detection of pseudo-insufficiency alleles**
A
06Hapy»eHue Tonbko 1 natoreHHoro/ JlnarxocTuyeckve TecTbl BTOPOV IMHNM:
BEPOATHO NATOreHHOr0 BapuaHTa*** / - Glc4 B Moye + npopomKeHne MoneKynApHo-

A Y

AwnarHo3 bl noaTBepxAaeH* /
The diagnosis of PD has been confirmed*

(06Hapy»eH BTOPOiA natoreHHblil/
BEPOATHO NATOreHHblil BapuaHT /
Second pathogenic/probably
pathogenic variant detected

TEHETUYECKOI AUArHOCTUKI**** /
Second line diagnostic tests:
Glc4 in urine + continuation of molecular genetic
diagnostics****

A

Y

A

MoBbiLeHue ypoBHA Gl B Moue /
Flevated Glc4 level in urine

Puc. 1. Areopumm noomeepcdenus duaerosa 6oaesnu Ilomne (BI1) 6 pearvroii kaunuueckoil npaxmuke. * BozmodcHo nogmophoe usmeperiue aKmugHocmu
hepmerma. ** [Iposecmu usmepenue konuenmpauyuu Glc4 6 moue. Ilpu Hopmanvhom 3navernuu ouaenos BII ne noomeepxcoen. Tpu nogoluieHHom 3Ha4eHUU
Heo06x00UMO NPOOOANCUMb MONCKYAAPHO-2eHEMUHeCKYI0 JuazHocmuKy. *** BoamoicHo oocyicoenue npooHoll (hepmeHmo3amecmumenvHoli mepanuu no pe-
WEeHUI0 mpexcmopoHHe20 (hedepanbHoeo KoHcuauyma. **** Hanpumep, MyasbmuniekcHas amnau@ukayus aueuposantsix 30H0oe, NGS-nanenu, uccredosa-
Hue UHMPOHO8, ceKeeHuposarue 2enoma/sx3oma/mPHK

Fig. 1. Algorithm for confirming the diagnosis of Pompe disease (PD) in real clinical practice. * Possible repeat measurement of enzyme activity. **Measure
the concentration of Glc4 in urine. If the value is normal, the diagnosis of PD is not confirmed. If the value is elevated, molecular genetic diagnosis should be
continued. ***Trial enzyme replacement therapy may be discussed as determined by a tripartite federal consilium. **** For example, multiplex ligation-de-
pendent probe amplification, NGS panels, intron studies, genome/exome/mRNA sequencing
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Nel

B mepByio ouepenb 3TO KacaeTcs MaJIeHBKMX JeTeid
¢ milageH4deckoit popmoii BIT, Mmeronyx BeipaxkeHHbIE
KJIMHUYECKUE TIPOSIBJICHHUSI, Y KOTOPBIX MYTalliM IOKa
He oOHapyKeHbl, HO aKTUBHOCTb (pepmeHTa KAI 3Ha-
YUTEJILHO CHIDKEHA, — Y HUX CTOUT PACCMOTPETH BOITPOC
0 HeMmemieHHOM HasHadeHuM 3T, MOCKOIBKY pevb
WZIET O XXMU3HEYTPOXKAIOIICH CUTYallny;

MpU HATMYUKM KiIMHU4Yeckoil kaptuHbl BIT (rmosicHo-Ko-
HEYHOCTHOM MMOIIATUM, TAKXKE MOXKET OBITh ITOBBIIIICH
YpOBeHb KpeaTuH(OC(hHOKMHA3bI), CHIDKEHHON aKTUB-
Hoctu ¢epmeHTa KAI, 1 maTtoreHHoit MyTauuu
u/wii 1 BapraHTa HEM3BECTHOI'O 3HAYCHUS WU 2 Bapy-
AHTOB HEM3BECTHOTO 3HAYEHNS 1 TTOBBIILIEHHOTO YPOBHS
Glc4 B Moue MoxkHO paccMaTpuBath bIT kak quarHos;
BaKHO OTMETUTD, YTO TapajUIeIbHO IPUHATHIO PELICHYST
0 HazHayeHnH npodHoi 3T HeoOXOMMMO PaCIINPUTh

. Kiimanueckue pekomennauuu «bosesns [Momme». 2019. To-

ctymHo 1o: https://cr.minzdrav.gov.ru/recomend/317_1. (In Russ.).
Clinical Guidelines “Pompe Disease”. 2019. Available at:
https://cr.minzdrav.gov.ru/recomend/317_1. (In Russ.).

. Diaz-Manera J., Kishnani P.S., Kushlaf H. et al. Safety
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MPUMEHEHVE METOIOB MOJIEKYJISIPHO-TEHETUIECKOM Tra-
THOCTHMKM ¥ X COYETaHMI (MYyJIBTUILICKCHAST aMITIN(DU-
Kalus TUTMpoBaHHbIX 30HA0B, NGS-naHeu, uccieno-
BaHUE WHTPOHOB, CEKBEHHWPOBAaHUE TeHOMa,/3K30Ma/
MPHK) n151 moucka Bropoit MyTalyu, a TakKe UCCIIeno-
BaHKE aKTUBHOCTU (hepMEHTA B Pa3HBIX THIIAaX KJICTOK.

ITponoIKUTETBHOCTh M KPUTEPUU OTMEHBI TTPOOHOM

MMaTOTeHETUYECKOM Teparuu 00CYXIar0TCsl KOJUIETUATbHO
JUTSI KKJIOTO ClTydasl B paMKax (heiepaibHOro (TPeXCTOPOH-
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IIpuBoaum aaropuT™ noaTBepkaAeHUs auarHo3a bIlT

B PEAUILHOM KIIMHUYECKOM ITPAKTUKE, TPEITIOKEHHBINA SKC-
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