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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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OnbIT npUMeHeHUA nNpenapaTa OHaCeMHOreH
abenapBoBeK Yy AeTei CO CMUHANIbHOM MbllLEYHOM
atpocgumen 5q ¢ 2 u 3 kKonuamm reHa SMN2

B YCNOBUAX MHOronpo(uabHOro LeHTpa

r. CaHkr-lMeTtepoypra

JI.M. IlIyrapesa' 2, B./I. Kopoaesa3, O.B. IToremkuna':2

ICI16 TBY3 «Jlemckuii 20p00cK0ii MHO20NPOGUAbHbII KAUHUHECKUL] CReyUanu3UpO8arHtblil UeHMp GbICOKUX MEOULUHCKUX
mexnonoeuit»; Poccus, 198205 Cankm-Ilemepbype, ya. Aéaneaponas, 14A;

2I'BOY BO «Cesepo-3anadusiii ocyoapcmeentbiii meouyunckuii yuueepcumem um. M. M. Meunuxosa» Mun3zopasa Poccuu;
Poccusa, 191015 Canxm-Ilemepbype, ya. Kupounasa, 41;

3000 «Jlewebro-ouaenocmuueckuii yermp Mexcdynapoonoeo uncmumyma buonoeuueckux cucmem um. Cepeess Bepesuna»;
Poccus, 194354 Cankm-Ilemepoype, ya. Ecenuna, 2, kopn. 3

KoHTaKThI:

Jiopmuna MuxaitnosHa LLyrapesa neurodoctor@mail.ru

Llenb nccnepoBaHus — oueHka 3dheKTUMBHOCTU U Ge30NacHOCTU Tepanuu oHaceMHoreH abenapsosekom (OA) y nauu-
€HTOB B BO3pacTe 1-34 mec co cnuHanbHoM MblweyHoit atpodmeit (CMA) 5q ¢ 2 1 3 konuamu reHa SMN2 Ha [OKNMHUYECKOM
1 MaHM(ECTHOM 3Tanax pa3BuTUs 60ae3HU B YCNOBUsAX [LeTCKOro ropoficKOro MHOronpohuNbHOIO KAMHUYECKOTO CReLm-
aNIN3MPOBAHHOTO LIEHTPA BbICOKUX MEAULMHCKUX TexHonorui r. CaHkT-Netepbypra.

Marepuanbl u merogbl. CornacHo 3akoHoaaTenbHbIM akTam Poccuitckoit ®epepaumu u no pewenunto PepepansHoro
KOHCMANYMA, fieTH ¢ anardo3om CMA 6e3 npeawecTBytolei naToreHeTUYECKoi Tepanmum noay4yanu reHo3aMecTUTeNbHY0
Tepanuio 0A B yCI0BUAX MyHULMNANLHOTO AETCKOTO MHOMONpPOMUAbHOMO KNMHUYECKOTO CTaluoHapa r. CaHkT-MNeTepbypra.
McxopHO M nocne reHo3aMecTUTeNbHOM Tepanuu, ANNBLIENCA 24 MeC, Kaxble 6 MeC OLeHMBaNN KNMHUYeCKYIo 3 heKTuB-
HOCTb No WKanam apurarensHoit oueHkn HINE-2 (kayecTBeHHas HeBponormyeckas Wkana Ans OLEeHKN HEBPOJOrnYecKo-
ro ctatyca y mnageHues), CHOP INTEND (ans feteid, He cnocobHbIX K camocToaTenbHoMy cuaeruio), HFMSE (ans nauueH-
TOB, CMOCOGHbIX K CaMoCToATeNnbHOMY cupeHuio). OAHOBpeMeHHO KOHTpoauposanu GesonacHocTb Tepanuu OA
N0 U3MEHEHUAM KNUHUKO-NabopaTOPHbIX U MHCTPYMEHTANbHBIX NOKa3arenen.

Pe3ynbrarbl. Tepanuio OA nonyunnu 19 getein B Bo3pacte 1-34 mec ¢ maccoi Tena meHee 21 Kr B nepuof ¢ uioHa 2022 r.
no sHBapb 2025 r. CpefHAA AMHAMMKA MO MOTOPHbLIM WKaNaM Kaxable 6 Mec y AeTell C LOKAUHUYECKON U MaHUDECTHO
CMA cocrasuna: no CHOP INTEND - +16,1 6anna, no HFMSE — +13,5 6anna; oTMeYeHbl KaYeCTBEHHbIE U3MEHEHUSA B He-
BPOIOrMYECKOM CTaTyCe, hUKCUpoBaHHble no wkane HINE-2. HexxenatenbHele aBneHns (cnabocTb/COHAMBOCTb, TUPEKCHS,
TOLWHOTa, pBOTA) pa3BMBaNUChL Yyepe3 3-5 fiHeil Nnocne BBEAEHMA Npenapara v UMeNu TPaH3UTOPHbIN xapakTep. Y Bcex
NaLMeHTOB BbIABAANACE MMMYHOOMOCPEOBAHHAsA rMnephepMeHTEMUS NEeYEHU Pa3HON CTEMEHW TAXKECTU: Yalle BCEro
0TMEYanoch NoBbILIEHWE YPOBHEI aNnaHUHAMUHOTPaHC(hepassl M acnapTaTaMUHOTPaHC(epasbl MeHee ABYKPaTHOW HOPMbI —
y 15 (78,9 %) peTeit B guanaszoHe 3-4 Hep; vy 2 (10,5 %) AeTeit perucTpupoBanu BTOpYo BOHY runephepmeHTeMun
Ha 7-8-i1 Hepene. BblpaxeHHas runepthepMeHTeMUs Npu YPOBHAX aNlaHMHaMUHOTPaHCcdepassbl U acnapTaTaMMHOTPAHC-
(hepasbl, NPeBLIWALMX ABYKPATHOE, HO MEHBLUMX, YEM 5-KPAaTHOE 3HaUeHUe BEpXHEeil rpaHuLbl HOPMbI, U YPOBHSAX anaHWH-
aMUHOTpaHchepasbl U acnapTaTaMUHOTPaHChepassl, NPEBbIWAIWMUX 5-KpaTHOe 3HaYeHUe BEpPXHei rpaHuLbl HOPMBI,
Bo3HUKNA Yy 3 (15,7 %) AeTeit, yTo NOTPe6OBaNO U3MEHEHUS J03bl U ANUTENLHOCTM NPUEMA NpesHKU30N0Ha. TpoMGoLmuTO-
neHus pa3BuBanach y NaLMeHTOB Ha JOKNNHUYECKON U MaHudecTHoI cTaguax CMA - B 4 (21,0 %) 1 11 (57,8 %) cnyya-
AX COOTBETCTBEHHO. HopManu3auus Konndyectsa TpOMOGOLMTOB NPOMCXOAUNA B NEPUOA OT 2 [0 4 Hef. YpoBeHb Tpono-
HUHa I MeHblle ABYKPATHOrO MOBbLIWEHNUA BepXHell rpaHuLbl Hopmbl Boiaaanca y 10 (52,6 %) geteil B AManasoHe
2-8 Hef, M CHUXancs Ha oHe NpuemMa NoAAepKUBaIILUX 403 NPefHM30/0Ha. Bce OTKIOHEHMs N1abopaTopHbIX NOKa3sare-
neit UMenu pasHble CPOKM HopManusaumum — ot 10 aHei 4o 11 Mec; Npu 3TOM 3HAYUMOTO KNMHUYECKOTO YXYALEHUS, TPpeby-
fOlLLEro NepeBo/a NaUMEHTOB B OTAENEHNE PEAHUMALMN U UHTEHCUBHOW Tepanuu, 3aperncTpupoBaHo He 6bino.

BoiBoabl. icnons3oBaHue OA ana nevenus CMA 5q ¢ 2 unu 3 konuamm reHa SMN2 Ha JOKAMHWYECKOW U MaHUECTHON
cTapusAx 3a60neBaHNA y AeTeit B Bo3pacTe oT 1 40 34 MeC AEMOHCTPUPYET BbICOKYIO 3(HEKTUBHOCTb U NpUeMIEMbI NPO-
thunb 6ezonacHocTu. MonydyeHne oNTUMANbHbIX Pe3yNbTaToOB ONPeAenseTcs KNMHUYECKUMU NPOSIBEHUAMU HA MOMEHT
reHo3aMecTUTeNbHO Tepanum U KOMOPOULHBIM OHOM.
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Experience of using onasemnogen abeparvovek in children with spinal muscular atrophy 5q
with 2 or 3 copies of the SMN2 gene in a multidisciplinary center in Saint Petersburg

L.M. Shchugareva®- 2, V.D. Koroleva®, O.V. Poteshkina®- 2
IChildren’s City Multidisciplinary Clinical Specialized Center of High Medical Technologies; 144 Avangardnaya St., Saint Petersburg

198205, Russia;

2I.I. Mechnikov North-Western State Medical University, Ministry of Health of Russia; 41 Kirochnaya St., Saint Petersburg 191015, Russia;
3Medical Diagnostic Center, Medical Institute named after Sergey Berezin; Build. 3, 2 Esenina St., Saint Petersburg 194354, Russia

Contacts:

Lyudmila Mikhaylovna Shchugareva neurodoctor@mail.ru

Aim. Evaluation of the efficacy and safety of onasemnogen abeparvovec (0A) therapy in patients aged 1-34 months
with spinal muscular atrophy (SMA) 5q with 2 or 3 copies of the SMN2 gene at preclinical and manifest stages
of the disease development in the conditions of Children’s City Multidisciplinary Clinical Specialized Center for High
Medical Technologies in Saint Petersburg.

Materials and methods. According to the legislative acts of the Russian Federation and by decision of the Federal
Council, children diagnosed with SMA without previous pathogenetic therapy received gene replacement therapy
with OA in the conditions of the municipal children’s multidisciplinary clinical hospital in Saint Petersburg. Clinical
efficacy was assessed initially and then every 6 months, lasting 24 months, using the motor assessment scales HINE-2
(qualitative neurological scale of infants), CHOP INTEND (for children unable to sit independently), and HFMSE (for
patients capable of independent sitting). At the same time, the safety of OA was monitored by changes in clinical,
laboratory and instrumental parameters.

Results. 19 children aged 1-34 months with a body weight of less than 21 kg received OA therapy in the period from
June 2022 to January 2025. The average dynamics on motor scales every 6 months in children with preclinical
and manifest SMA was: CHOP INTEND - +16.1 points, HFMSE — +13.5 points; qualitative changes in neurological status
were fixed on the HINE-2 scale. Adverse events (weakness/drowsiness, pyrexia, nausea, vomiting) developed 3-5 days
after administration of the drug and were transient in nature. Immune-mediated liver hyperfermentemia of varying
severity was detected in all patients: most often with an increase in alanine aminotransferase and aspartate
aminotransferase values less than 2 times the norm - 15 (78.9 %) children in the range of 3—4 weeks; 2 (10.5 %) children
had a second wave of hyperfermentemia at week 7-8. Severe hyperfermentemia with alanine aminotransferase
and aspartate aminotransferase values exceeding two times but less than five times the upper limit of normal,
and alanine aminotransferase and aspartate aminotransferase values exceeding five times the upper limit of normal,
developed in 3 (15.7 %) of children, which required a change in the dose and duration of prednisone administration.
Thrombocytopenia developed in patients at the preclinical and manifest stages of SMA in 4 (21.0 %) and 11 (57.8 %)
cases, respectively. Platelet count normalization occurred in the period from 2 to 4 weeks. Troponin I was detected
in 10 (52.6 %) children aged 2—8 weeks with less than a twofold increase in the upper limit of normal and decreased
with prednisone maintenance doses. All deviations of laboratory parameters had different periods of normalization —
from 10 days to 11 months. At the same time, there was no significant clinical deterioration requiring the transfer
of patients to the intensive care unit.

Conclusion. The use of OA for the treatment of SMA 5q with 2 or 3 copies of the SMN2 gene at preclinical and manifest
stages of the disease in children aged 1 to 34 months demonstrates high efficacy and an acceptable safety profile.
Obtaining optimal results is determined by the clinical manifestations at the time of gene replacement therapy
and the comorbid background.

Keywords: spinal muscular atrophy, onasemnogen abeparvovek, SMN1 gene, gene replacement therapy, motor function,
safety

For citation: Shchugareva L.M., Koroleva V.D., Poteshkina 0.V. Experience of using onasemnogen abeparvovek in children
with spinal muscular atrophy 5q with 2 or 3 copies of the SMN2 gene in a multidisciplinary center in Saint Petershurg.
Nervno-myshechnye bolezni = Neuromuscular Diseases 2025;15(2):10-9. (In Russ.).
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BBepeHue

[MpokcumanbHas CiMHAIbHAsT MBIIICUYHAsT aTpopus
(CMA) 5q — TsXesoe HacleACTBEHHOE ayTOCOMHO-PeLIeC-
CHBHOE HelipoaereHepaTUBHOE 3a00JIeBaHUE, XapaKTepH -
3ylollieecsl MPOrpecCUpyIomuM pa3BUTUEM BSIJIOTO Mapa-
JIn4a U MBIIIEYHOM aTpoduU, perpeccoM MOTOPHBIX
HaBBIKOB, IIPOTPeCCUpYIOLIeH AehopMalireii IT03BOHOY -
HUKa U TPYAHOU KJIETKH, nucdarveil, KOHTpaKTypaMu
KOHEYHOCTE! M, B TSDKEJIBIX CIIyYasiX, IbIXaTeJIbHOM Hemo-
craToyHocThlo. CMA 3aHMMaeT OIHO U3 BEIYIIMX MECT
CpeIy reHEeTUYECKU 00YCIOBICHHBIX IIPUYMH MIaficHIeC-
Koi1 cMepTHOCTHU. I10 qTaHHBIM MWJIOTHBIX IIPOTPaMM HEO-
HaTaJIbHOTO CKPMHUHTA, 4aCcTOTa 3a00JIeBaHUS BapbUPyeT
oT 1:7000 mo 1:11 000 HOBOPOXKAEHHBIX, a YACTOTAa HOCH-
TelbcTBa cocTabiseT 10 1:50 [1-3]. CMA o06ycioBieHa
MaTOreHHbBIMU BapMaHTaMM IepecTpoek B reHe SMN]
(survival motor neuron). B GonbIIMHCTBE UCCIeI0BaHUI
yKa3bIBalOT Ha Jeneuuio reHa SMN1 Kak caMylo pacripo-
cTpaHeHHyto npuunHy CMA [4]. Hapyiienue pyHKuumn
reHa MOXeT OBITh CBSI3aHO KaK C KJIACCUYECKUMM JISIICIIUSI-
MM, TaK U ¢ KoHBepcueit SMNI1u SMNZ2. Bce nepecTpoiiku
B reHe SMN I ipuBoAST K NeDULIMTY CUHTE3a (PYyHKIIMOHAITb-
Horo 6ejika SMN, HeoOXOIMMOTro IJIs1 BBLKMBAHUS MOTO-
HelipoHoB [4—6]. I[TockonmbKy TeH SMN2 MOXeT YaCTUYIHO
KOMITeHCUpoBath nepuuut 6enka SMN 3a cueT NpoayKLuuu
0EJIKOBBIX TPAHCKPUIITOB, YUCIO Komuii SMN2 koppenupy-
€T C TSDKECThI0 KIIMHUYecKoro ¢eHorura. ITpu aTom y ma-
LMeHToB 0e3 xormii SMN2, a Takke ¢ 1 wim 2 KonusMu
3a00JIeBaHUE MPOTEKAET HAbOoJIee TSKENO (KITMHUYECKMIA
Tut I), Torna kak Hajm4ue 3 1 60Jiee KOMMiA acCOLIMMPYETCsI
¢ OoJsiee TMO3THUM HayajoM U 0oJiee MSITKMM (heHOTUIIOM
(xmuHnueckue Tunsl [I-1V) [5—8].

CoBpeMeHHBIC MPUHIUIBI BEIeHUs IallMeHTOB
co CMA npeteprienu KapauHaJlIbHbIE U3MEHEHUS C BHE-
JIPEHUEM B IIIMPOKYIO KIMHUYECKYIO ITPAKTUKY FTeHO3aMe-
ctutenbHoit Tepanuu (I'3T). OHaceMHoreH abenapBoBeK
(OA) — mepBblil nIpernapaT Aasl reHHol Tepanuu CMA,
MPeACTaBISIOINI CO00i afeHOaCCOLMMPOBAHHBIN BUPYC
9-ro cepotumna (AAVY), coaepxallnii MOJTHOLIEHHYIO KO-
nuto reHa SMN 1, noa KOHTPOJIEeM CUHTETUYECKOTO IPo-
Motopa. B mae 2019 . OA Obl1 onoOpeH YnpaBieHUEM
110 KOHTPOJII0 KavyeCcTBa MUIIEBHIX ITPOIYKTOB U JIEKap-
ctBeHHBIX cpeactB CIIA (Food and Drug Administration,
FDA) [9], a 9 nexa6ps 2021 . 3apeructpupoBaH B Poccuu
(peructpanmonusiii Homep JIIT-007675) [9]. CornacHo
3aKoHoOmaTebHBIM akTaM Poccuiickoit @enepanum, OA
Ha3HAYaeTCsl MO XXM3HEHHBIM ITOKa3aHUsIM IallMeHTaM
co CMA, noaTBepXKIeHHON MOJEKYIIPHO-TeHETUYECK~
MM MeTomaMM, M Maccoil Tea <21 KT Mo 3aKJII0YECHUIO
denepalbHOTO KOHCHJIMYMa U (bMHAHCUPYETCs (hOHIOM
«Kpyr nobpa» [7, 9—11]. B ¢espane 2025 r. npuHATO 10-
MoJHeHWe K WHceTpykuum mnpermapata OA  (JITI-Ne
(001462)-(PT'-RU)-260225), Ha ocHoBaHUM KoToporo OA
SIBJIIETCSI eIMHCTBeHHBIM mpernapatoM I'3T B Poccuiickoii
Denepanuu st teyeHust CMA 5q [9]. ITociie BHyTpUBeH-

HOTO BBEICHUSI BEKTOP IIPOHUKAET Yepe3 reMaTosHIeda-
JIMJecKuii 6apbep, odecrieunBast aKcnpeccuio o6eaka SMN
B MOTOHEIpPOHAax 1 Npyrux TkaHsx [12—14]. B pesynbrate
HaKOILICHUS JaHHBIX 00 3(h(HeKTUBHOCTH ITaTOTCHETHYC-
ckoit Tepanu CMA BcTal BOPOC paHHENH IUarHOCTUKU
CMA, ompeaensiiolleit MaKCUMaabHY10 3(POEeKTUBHOCTD
Tepanyy Ha JOCUMIITOMATUYECKOM 3Tare pa3BUTUS 00-
Jie3nu [15]. CorytacHO TaHHBIM CUCTEMATUUECKOTo 0030pa,
oxBaTtbIBatolero 37 mporpaMM CKpuHUHra B 17 cTpaHax
MMpa, MaKCUMaJIbHO PaHO Ha3HaYeHHasl IaToreHeTuIe-
ckass CMA koppeupyeT ¢o 3HaYUTEIbHBIM IPOrPECCOM
B IOCTVDKEHUU ITAIIUEHTAMU MOTOPHBIX HABBIKOB, YMEHb-
IIaeT KUCIOPOAHYIO 3aJI0KEHHOCTh, CHIIKAET JIeTallb-
HocTb [12, 13, 15—17]. B psiae ctpaH, Bkitouast Poccuio,
¢ 2023 r. BHeIpeH CIUIOLIHONW HeOHaTaJbHbIA CKPUHUHT
HOBOPOXIEHHBIX JUTd BhIssBIeHss CMA [6]. OmHOKpaTHasT
BHYTpUBeHHas UHGy3us npernapata OA 1o3BoIsIET I10-
CTUYb YCTONYMBOI aKcnipeccuu reHa SMN2 [14], uro no-
Ka3aHO B MHOTOLIEHTPOBBIX HccaenoBaHusix SPRINT (Bos-
pacT MalMeHTOB A0 6 Hell, TPeCUMIITOMATHYECKUIA Tar
0o0Jie3HU Ha MOMEHT MH}Yy3uu: rpynna 1 (n = 14, 2 xonuun
SMN2); rpynna 2 (n = 15, 3 xonuu reHa SMN2) [15]),
STRI1VE-US (n = 22, Bo3pacT 10 6 Mec, 2 KOIIUM TeHa
SMN2) [17], STRIVE-EU (n = 33, Bo3pacTt 1o 6 Mec,
1-2 xonuu rena SMN2) [17], START (n = 15, Bo3pact
1o 8 Mec, 2 konuu reHa SMN2) [18]. Ilo pe3ynsraTam uc-
cnepoBanuii, Bkovas I u 111 ¢pa3el, mokazaHO 3HAYMTENTb-
HOe yJy4llleHHe MOTOPHBIX (yHKIIU 1o mKatam CHOP
INTEND u HINE-2 B Bujie A0CTHXKEHUSI MOTOPHBIX BEX
(He3aBMCHMas CITIOCOOHOCTD yAEPXKaHUSI TOJIOBBI, CUICHKE,
CTOSTHUE M XOIb0a), paHee HEBO3MOXKHBIX ITPHU €CTECTBEHHOM
TeyeHun OoJe3Hu [14, 16]. I1pu 3TOM BEKMBAaEMOCTb Y TTa-
L1eHTOB ¢ MaHUGecTHO CMA, UMEIOIIMX PeCITUPATOPHYIO
HEIOCTaTOYHOCTh O3 MOCTOSIHHOM MHBA3WBHOI BEHTHIIS-
LIMOHHOM MOAIEPKKH, TaKKe yBenunBaiachk [14, 16, 17].
OnHOBpEMEHHO C ToKa3aHHOM 3(h(eKTUBHOCTBIO OA Y 60JTb-
IIMHCTBA MAlIMEHTOB BBISIBICH MPUEMJIEMbIIA ITPodIb 6e3-
omacHoctu [12—20].

B Hacrosdiee BpeMsi B OTEYECTBEHHOM JIMTEpaType
OITyOJIMKOBAH psif, padoT 1o npumeHeHuto OA B peaabHOM
KJIMHUYecKo npakTuke [12, 13, 20]. ¥ nauuneHTOB, MOJTy-
yuBmux ['3T go pa3BuTus MaHUPECTHBIX CUMIITOMOB,
OTMEYEHO MTOCTUKEHME KITIOYEBBIX MOTOPHBIX HaBBIKOB
[12]. IToaTBepxkaeH OJaronpusaTHBIN MTpoduab Ge3omnac-
HOCTH: OCHOBHBIE HeXelaTeJlbHbIe SBICHUS BKIIOYAIOT
TPaH3UTOPHOE TMOBBIIIEHUE YPOBHS MEUEHOYHBIX TPAHC-
aMUHa3, TPOMOOIIMTONICHUIO 1, B PSIKUX CITydasiX, TPOMOO-
TUYECKYI0 MUKpoaHruonatuio [12, 13, 20].

Ienn uccnenoBanusa — oueHka 3((HEKTUBHOCTU U Oe3-
ornacHocTu Tepanuu OA y nauueHToB B Bo3pacte 1—34 mec
co CMA c 2 unu 3 xoniusiMu reHa SMN2 Ha TOKJIMHUYEC-
KO 1 MaHM(DECTHOM CTaausax 3a00JIeBaHUS B YCIOBUSIX
JeTCKOro ropoJCKOro MHOTOnpoMuIbHOTO KIMHUYECKO-
TO CHEeMATM3UPOBAHHOTIO LIEHTPA BEICOKUX METUIIMHCKIX
TexHoJioruii r. Cankr-IleTepOypra.
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HepBHo-mbiweyHbie 5OJIE3HH

Marepuanbl u metopbl

Hacrostiiiee vccrenoBaHue OTHOCUTCS K PETPOCIIEKTUB-
HBIM UM BKJIIOYACT aHAIU3 KIMHMYECKUX U JJaAOOpaTOPHBIX
noka3zaresieit y 19 nereit B Bo3pacte 1—34 mec co CMA ¢ 2
n 3 korusimu reHa SMN2, nonyuuBimx [3T npenapatom
OA B ycioBusx JIeTcKoro ropoackoro MHOronpogGuibHOro
KJIMHUYECKOTO CIEMATM3MPOBAHHOTO IIEHTPa BBICOKMX
MeauuHcKuX TexHonoruit . Cankr-IletepOypra. Habmio-
JieHue mpoBoauiock ¢ utoHs 2022 1. o stHBapb 2025 .

Kputepuu BkimtoueHus B uccienobanue; 1et co CMA,
MOATBEPKIEHHON MOJIEKYJIIPHO-TE€HETUIECKIM METOIOM,
¢ 2 wiu 3 konuamu reHa SMN2, maccoii Tena <21 Kr, oT-
CYTCTBUEM WJIM HU3KUM AUATHOCTUYECKUM TUTpOM (<1:50)
aHTUTEN K ameHoBUpYycy AAV9-Tumna, He MoJjyvyaBIlive
MpealecTByIolIel maroreHeTnYeckoil Tepanuu CMA.

Kpurepuu ucknwouenus: CMA He 5q; macca Te-
Ja >21 KT; HOBBIIICHUE TUTPA aHTUTEN K aJleHOBUPYCY
AAV9-tuna >1:50; npeniiecTBylolias aToreHeTuYecKas
tepanus CMA; HaTuyue OHKOJIOIMYECKOro 3a00JeBaHUS;
00JIe3HU TICUCHU; OCTPBIC INXOPATOYHbIC Y MHPEKIINOH-
HbIE 3a00JICBaHMSL.

B pamkax nipeaBapuTeIbHOTO 00CIe0BaHNST BCE KaH-
munatel Ha 3T mpoxoauiau TecTMpoBaHUE Ha HaaU4yue
aHTUTEN K aneHoBUpYCY AAV9-Tuma He TO3aHEe YeM
3a 30 mHeli 10 TIaHUPYEeMOM JaThl BBEICHUS MperapaTa.
o3y OA paccuMThIBaIM, UCXOMST M3 MACCHI TeJla MallieH-
Ta Ha JeHb UHOY3un; OA BBOAUIM OJHOKPATHO B J103€
1,1 x 10! BeKTOPHBIX TeHOMOB,/KI' BHYTPMBEHHO, COIJIACHO
MHCTPYKUMU K Tpenapary [9]. Bce mauueHTs nonydyanu
MPEeIHU30JIOH B 103¢ 1 MI/Kr/cyT 3a 24 4 1o uHdy3uu,
Jajee — B TedeHue He MeHee 30 THei ¢ ITocIeayolieii mo-
CTENIEHHOM OTMEHOI ITPY HOpMaIU3aluy J1ab0paTOPHBIX
rnokaszarejieil. CratiucTryeckasi 00paboTKa IOJy4YEeHHBIX
JaHHBIX BBIMIOJIHEHAa C MCIOJb30BaHHUEM IIpOrpaMMm
Microsoft Excel, Statistica 10.

O1ueHKa npodusisg 6€30MacHOCTY MPOBOAMIACH HA OC-
HOBaHMU JIaOOPATOPHBIX TECTOB: KIMHUYECKUI aHaIu3
KPOBU, OMOXMMUYECKUIA aHAJIN3 KPOBM C ONpeAeICHIEM
ypoBHel anaHuHaMuHoTpaHcdepasnl (AJIT), acnaprar-
amuHoTpaHcdepassl (ACT), raMMa-riryramMmuiaTpaHcdepa-
3bl, O01IETO OMIMPYOUHA, TPOMOMHOBOTO BPEMEHM, Map-
KEpOB IT0Y€YHOTr0 TOBPEXACHNST (KpeaTUHUH, MOYEBHUHA),
MapKepoB CEpAEYHOro MOBpexXIeHUs1 (TpomoHuH ).
IIpu HeOOXOAMMOCTH UCITONH30BAIM MHCTPYMEHTAIbHBIC
METOIbI OLIEHKU: 3JICKTpOKapArorpaduio, aXxokapamuorpa-
(uto, yIETpa3ByKOBOE UCCICIOBAaHUE OPIraHOB OPIOIITHOM
IOJIOCTH; TI0 MOKAa3aHUSIM ITPUBJIEKAINCH CIIEIIUATUCThI
(KapAuoJIor, peaHuMaToJIor, Hedposor u np.). Peructpa-
LIMST HeXeJIaTeIbHbBIX SIBJICHUI MPOBOAWIACH B COOTBET-
ctBuu ¢ kputepusimu MedDRA u mikanoit CTCAE (Common
Terminology Criteria for Adverse Events) Bepcuu 5.0 [19].
HexxenaTtenbHbIe SIBJICHUSI CO CTOPOHBI JJAOOPATOPHBIX 1O~
KasareJieil BKJIouanu TpombouurtorneHuio 100 x 10°/n
U MeHee; TIOBBIIIEHNE YPOBHS IIEUEHOYHBIX TpaHCAMUHA3
MeHee YeM ABYKPATHO OT BepxHeil rpaHulibl HopMbl (BI'H);
MOBBIIIEHUE YPOBHS MEYEHOYHBIX TPaHCAMUHA3 OOJIbIIIE,

YyeM IBYKpaTHO, HO MeHblIe, yeM 5-kpaTtHo oT BI'H; mo-
BBIIIEHWE YPOBHS TpaHCaMHWHa3 0ojiee 4eM S5-KpaTHO
ot BI'H; noBrilieHue ypoBHs TporoHuHa I. OueHuBa-
JIUCh CYTOYHBII nuype3, oomunii aHanus3 mouu. [locie
BBeneHUs OA Bce MallMeHThl HAaXOIMJIKCh B CTallMOHape
oT 21 1o 45 gHel ¢ OOHOBPEMEHHOM KJIMHUKO-JIabopa-
TOPHOI OIICHKOM Kaxable 7 JHEH B IepUOJ] FOCIIMTAIN3a-
uuu, aaigee 1 pa3 B 14 mHeil B TeueHUe 2-To Mecsila
1 10 BOCCTAaHOBJIEHUS pePepeHTHBIX JJaOOPaTOPHBIX I10-
Kazaresieil B yCIIOBUSIX JHEBHOIO CTallMOHapa W aMOy-
JaTopHo. CrieliaaInucThl aMOyIaTOPHOTO 3Tara HabJIoae-
HUs MOTLJIM CBSI3aTbCs C JieHalllMM BpayoM IMallMeHTa
JQUCTAaHIIMOHHO IIJISI COTJIaCOBaHUSI CPOKOB IOBTOPHOM
rOCIUTAIM3AMU. [1OTIOTHUTEIbHbIC MCCIIEI0BAHMUS M KOH-
CyJIbTallUM CIIELIMAIMCTOB ITPOBOIWIIN 110 MHINBUIYaIb-
HBIM TTOKa3aHUsIM. Db HEKTUBHOCTh TEPAITUY OLICHNUBAJIACh
T10 CJIEAYIOIIMM MOTOPHBIM IITKAJIaM:

* KayeCTBEHHasl HEBPOJOTMYECKasl OlIcHKAa MOTOPHBIX
HaBBIKOB MJafeH1eB, pa3aen 2 (Hammersmith Infant
Neurological Exam 2, HINE-2);

* TECT IeTCKOM OonpbHULIBI Puitaneabduu 1 OLeHKU
JIBUTATEIbHBIX (PYHKIIMI MAlIMEHTOB C HEPBHO-MbI-
mevyHbiMu  3a0oneBaHusMu (Children’s Hospital
of Philadelphia Infant Test of Neuromuscular
Development, CHOP INTEND) — 6annbHas olieHKa
MOTOPHBIX HaBBIKOB JETEH, HEe CIIOCOOHBIX K CaMoO-
CTOSITEJILHOMY TI€PEIBIKEHMIO;

* 1IKaJja OLEHKU MOTOPHBIX PyHKIMi1 mpu CMA 00J1b-
HuLbl XamMmepemuT (Hammersmith Functional Motor
Scale Expanded, HFMSE) — 6amibHas olieHKa MO-
TOPHBIX HABBIKOB JIETEH, CIIOCOOHBIX K CAMOCTOSITE b~
HOMY IepeaBrKeHuIo [7].

MoTOopHBI€ IIKaJIbl IPUMEHSUIA B 3aBUCMOCTH OT BO3-
pacta ¥ (pyHKIIMOHAIBHOTO cTaryca naryeHTa. KimHmdeckyro
JMHAMUKY OLIECHUBAJIM €XeTHEBHO B TeueHe 30 THei mociie
BeeaeHust [ 3T, manee 1 pa3 B 6 Mec B TeueHMe 24 Mec.

Pe3synbrathbl

JaHHOE UCCIen0BaHNE OTHOCUTCS K PETPOCTICKTUBHBIM
1 oxBaThiBaeT 19 mauueHTOB: 8 AeBouek, 11 MaJbUYUKOB.
CpenHuii Bo3pacT MalMeHTOB HAa MOMEHT Hayaja Tepa-
nuu — 9,1 Mec (nuana3oH: oT 27 gHel Xu3Hu 10 34 Mec).
MoneKynsIpHO-TeHETUYECKUM METOIOM Y BCeX JeTeil ObLI
noaTBepxkaeH auarHo3 CMA 5q B paMKax IporpaMMbl HEO-
HatanbHoro (n = 6 (31,6 %)) wiu cenektuBHoro (n = 13
(68,4 %)) ckpuHuHra: 8 nereit uMenu 2 Konuu reHa SMN2,
11 nereit — 3 konuu reHa SMN2. Ha ocHOBe KJIMHUYECKUX
MPOSIBJICHMIA IETU UMEJIM pa3Hble KIMHUYECKUE BapUaHThI
3a00s1eBaHn: pecuMnToMatndeckass CMA — 5 (26,3 %),
CMA I tuma — 8 (42,1 %), CMA Il Tuna — 6 (31,5 %) ciy-
yaeB. Takum o6Opazom, I'3T Oblla MHULMMpPOBaHA
v 5 (26,3 %) nereit Ha TOKIIMHUYECKOM MJIM paHHEM KJIMHU-
yecKoM 3Tare 6one3nu, a 'y 14 (73,6 %) neteit mpoBeacHa
Ha (poHe KIIMHWYEeCKUX nposiBieHuiA. Y 6 (31,5 %) nmarmen-
TOB M3 rpymIibl MaHU(ecTHOI CMA BBISIBIIEHBI KOMOPOUI-
HbIE 3a0071eBaHu: OEJTIKOBO-KaJIOPUITHASI HETOCTaTOYHOCTh
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Tabmuua 1. Hesxceramenvhoie sgaenus eenozamecmumensHoi mepanuu

y 19 nayuenmos co cnunanbHoli MbluieyHol ampoghuei

Table 1. Adverse events of gene replacement therapy in 19 patients with spinal
muscular atrophy

HexenarenbHoe sSBjIeHHE Yucio nauueHTos, » (%)

JIuxopanka 1—3 nHs 6 (31)
Pyrexia a within 1—3 days

CHMIXeHUE anmeTrnTa/oTKas
OT €11bI

Decreased appetite/refusal to eat

7 (36)

PBoTta/TomHoTa
b _ 8(42)

Vomiting/nausea

B3nyrue xuBora

. 1(5)

Bloating

CHMXeHue o0IIelt IBUTaTeIbHOM

aKTUBHOCTH, CJ1a0OCTh, COHJIU-

BOCTb

Decreased general motor activity,

weakness, drowsiness

2(10)

CHMIXeHue nuypesa
Decreased diuresis

1(5)

(n =4 (21,0 %)), ocTpast BHeOOILHIYHAS OPOHXOITHEBMOHUS
(n = 1(5,2 %)), octpslii ractposHTepurt (1 = 1 (5,2 %)). [1po-
JIOJDKUTETbHOCTh HAOMIOAEHMSI COCTaBUIa 24 Mec.

ITpu ouenke mepeHocumocty I'3T y 17 (89,4 %) na-
LIMEHTOB 3a(PUKCUPOBAHO KaK MUHUMYM | HeXelaTeJIbHOe
sIBJICHUE, acCOLIMMpoBaHHOe ¢ MHGY3ueir OA: TupeKcus,
CHUXXEHME OOIleil ABUraTeIbHOI aKTMBHOCTH, COHJIM-
BOCTb, CHIDKEHME alllleTUTa/0TKa3 OT e/Ibl, TUCITEIICHYEeC-
KHe pacCTpoiCcTBa, CHIKeHUE auypesa (Tad. 1).

V Bcex neTeli B TeueHUe NepBbIX 2—5 AHENH Mmocie mpo-
BeaeHus 3T HeXenaTebHbIC SIBICHUS PErpecCUpOBaIA
6e3 TONOJTHUTEILHOM TepareBTUIeCKoli KoppeKiu. Ox-
HOBpEMEHHO y Bcex nereit, moayuuBmux ['3T, pukcupo-
BaJIMCh JJabopaTOpHbIe MoKa3zaTenu (Taou. 2).

Bce 19 (100 %) neteii mosydany KOPTUKOCTEPOUTHYIO
Tepanuio per os B no3e 1 mr/kr. ¥ 1 (5,2) % nauueHta
Ha (hoHEe MPEAIIeCTBYIOIIEro raCTpOHTEPUTa ObLIa Kpa-
TKOBPEMEHHasl pBOTa, KynmMpoBaHHas Ha ¢hoHe MHDY3HU-
OHHOI1 Tepanuu. UMMyHoomnocpenoBaHHasi rurepdep-
MeHTeMus ¢ ypoBHsMu AJIT, ACT <2 BI'H passunach
y 15 (78,9 %) neteii Bo BpeMeHHOM aMana3oHe 3—4 Hen
(1-sBonHa); y 2 (10,5 %) neteii perucTpupoBaIv 2-10 BOJIHY
runeppepmeHTemMun (Ha 7—8-it Hexene) ¢ ypoBHsMU AJIT,
ACT <2 BTI'H, uto notpe©oBaio MpOJOHTALIMU CTEPOUIHON
Tepanuu B 03¢ 1 MI/Kr B TeueHue 2—3 Mec 10 HopMaJin3a-
1M nokaszateseit. Y 3 (15,7 %) mauyeHTOB YpOBHU TPaHC-
aMHMHa3 TMoBbIIIAIKUCH B AuanazoHe >2 BI'H <5, yto mo-
TpeOOoBajo YBEJIWYEHUS O03bl CTEPOUIAOB AO 2 MI/KI
Y TIPOJIOHTMPOBAHUS OTMEHBI IPEIHU30JIOHA B TCUCHME
4—6 mec. Y 1 (5,2 %) manueHTa B CBS3U C BBIPaKEHHOM

HMMMYHOOITOCPETIOBAHHOM I'elTaTOTOKCMYHOCTBIO IIPU YPOB-
Hsax AJIT, ACT >5 BI'H Oblia nipoBeneHa myJibc-Tepanust
METWINPEeTHU30J0HOM 20 MI/KT C MOJOXUTEIbHBIM 3()-
dekToM (HopManuszaumst yepes 4 Hen). Y Bcex 4 (21,0 %)
MMallMeHTOB ¢ YMEPEHHBIMU M BbIPaKEHHBIMU MMMYHO-
OITOCPEIOBAHHBIMU TTEYCHOYHBIMU PEAKIIUSIMU TTOBBIIIIE-
HUs ¢pakiuil OMIUPyOrMHA U TUITOKOATYJISILUMN 3aperu-
CTPUPOBAHO He OBLIO.

TpoMGomUTONEHUSI pa3BUBajach y MaIlUCHTOB
Kak Ha JoxkymHndeckoi (n =4 (20 %)), Tak ¥ Ha MaHU-
dectHoit ctamuu CMA (n = 11 (55 %)). Hopmanusanus
KOJIMYECTBa TPOMOOLIMTOB ITPOMCXOIMJIA Yallle B 1rana3o-
He oT 2 10 4 Hen. TpomGounToneHus Hke 100 x 10%/1
JUIMTEJILHOCTBIO >4 Hell ObLIa XapaKTepHa IS AeTei cTap-
11IET0 BO3pacTa U MallMeHTOB C OTSATOIIEHHBIM KOMOPOU/I-
HbIM oHOM. Y 1 (5 %) maumenTa (Bo3pact 23 Mec, Oel-
KOBO-KaJIOpUIiHasl HEAOCTATOYHOCTh YMEPEHHOM CTeTIEH!
TSIKECTH, racTpoaHTepuT 3a 3 Hen o I'3T) TpombonuTo-
neHus coxpaHsiiach B TedeHue 11 mec nmocine I'3T, nocturast
MMHUMaJIbHOTO 3HaueHus 42 x 10°/1. Y npyroro nauueH-
Ta MUHMMAaJIbHOE KOJUYECTBO TPOMOOLIMTOB COCTABMIIO
92 x 10°/n1, HopManM3aLMsa MoKa3ares 3apUKCUPOBaHa
yepe3 2 Henl. Y Bcex 15 (78,9 %) neteii ¢ TpOMOOLIUTONICHM -
eif KOXKHO-TeMOpPparu4ecKuii CHHIPOM U MUKPOTPOMOOTH -
YyecKass MUKPOAHTHOIIATUST HE 3apeTUCTPUPOBAHBI.

VYposenb TponionnHa I <2 BI'H otmeuen B 10 (50 %)
cIydasix B quaria3oHe 2—8 Hell ¢ HopMajiu3aluei mokasa-
TeJisl B TeUeHUe mocieaytommx 2—3 Hea Ha ¢oHe TTpueMa
MOJIEePKUBAIOIINX 103 MpeaHu3ojioHa. Y 1 (5 %) naum-
eHTa Ha JokjanHu4yeckoMm stane CMA 3apuKCcCUpoOBaHO
HMCXOJHOE TOBbILIeHUE YpoBHs TporoHuHa I >10 BI'H
C TIOCTEeNEeHHbIM ero cHxXeHueM rociie 3T mo cyoHop-
MaJIbHBIX 3HauYeHM yepe3 11 Mec HaOmoaeHUS Ha (hoHe
MIPOJIOHTMPOBAaHHOI'O IMpUeMa IPEIHU30J0HA B 03¢
1 mr/kr. [1pu anexTpokapauorpacduu, s3xokaparorpabuu
JAHHBIX, YKa3bIBAIOIIUX Ha TUITOKCUYECKOE MTOPaKEHUE
MMOKap/a, HU y OJHOTO MalMEeHTa C IOBBIIIICHUEM YPOBHSI
TpornioHnHa | He BBIIBICHO.

Ho I'3Ty 6 (30 %) narmeHTOB 3a(hUKCUPOBAH OTSITO-
IIEHHBIN KOMOPOUIHBIN (hoH: yMepeHHas (n = 3 (15,7 %))
unerkas (n = 1 (5 %)) 6e1K0BO-KajlopuitHast HeMOCTaTOY-
HOCTh (MHAEKC Macchl Tesa 16,0—17,9 kr/m2), 6poHxo-
nHeBMoHUs (n = 1 (5 %)), OCTpBIiA TaCTPOIHTEPUT BUPYC-
Hoii atrosoruu (n =1 (5 %)). Y 2 (10 %) nauueHTOB
HMMeEJIO MECTO coueTaHre OeTKOBO-KaJOpHUIitHOM HexocTa-
TOYHOCTU M MHGDEKIIMOHHOro 3aboseBaHus. [1pu nuHa-
MHMYECKOM HaOJIIOJCHUM Y 3THX MAllMEHTOB PETUCTPUPO-
BaJIMCh BhIpaXKEHHBIE KIIMHUYECKIE CUMITTOMBI (TTMPEKCHS,
0TKa3 OT eJIbl, CHIDKEHHE TUYPe3a, BSJIOCTh/COHIMBOCTD),
3aTSDKHBIE UMMYHOOIIOCPEIOBaHHBIC TICUEHOYHBIC peak-
uuu (1o 4—6 Mec), perpeccupoBaBlliie Ha ¢hoHe MHPY3U-
OHHOM TepaIiu Win crioHTaHHo. Y 1 (5 %) pebeHka ¢ pe-
CIIUPATOPHOI 3aJ0JIKEHHOCTBIO U OEJIKOBO-KaJOpUITHOMI
HEJI0CTaTOYHOCThIO BOZHUKIIA HEOOXOIMMOCTh B HAJTOXE-
HMM TaCTPOCTOMBI M3-3a TUCHaruy 1 XpOHNIECKON MUKPO-
acIupaluu.
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Taoauna 2. JlabopamopHvie nokazamenu nocie npogeoderus 2eHozamecmumenthoil mepanuu (n = 19)
Table 2. Laboratory parameters after gene replacement therapy (n = 19)

Number
of patients, n (%)

Laboratory parameter

Associated deviations, normalization periods, treatment changes

INoBbIIeHNE YPOBHSI TaMMa-LiTyTaMUITpaHcdepas3sl yepe3 2—3 Hel,
HopManu3anus ot 2 1o 3,5 Mec
An increase in gamma-glutamyl transferase level was noted after 2—3 weeks,
laboratory parameters returned to normal within from 2 to 3.5 months

VYposuu AJIT, ACT <2 B'H

ALT, AST levels <2 ULN L&)

KiamHudyeckrx mpu3HaKOB HET, ypOBeHb OMIIMPYOMHA U KOaryJaorpaMmma
B HOpMe. J103a KOPTUKOCTEPOUIIOB MOBKIIIEHA IO 2 MT/KT, HOpMaJln3a-
LIS YPOBHST (DEPMEHTOB B CpeIHEM 10 6 Mec
No symptoms, the bilirubin level and coagulogram were normal. The dose
of corticosteroids is increased to 2 mg/kg, laboratory parameters returned to normal
within 6 months

VYposuu AJIT, ACT >2 BI'H <5

ALT, AST levels >2 ULN <5 )

ITynabc-Tepamnus 30 Mr/Kr, HOpMalu3alus okKasaTesei ot 4—6 mec,
IUTTETbHOE TIOBBITIIEHUE YPOBHSI TpaHcamuHaz <2 BI'H
Pulse therapy 30 mg/kg, laboratory parameters returned to normal
within 4—6 months, prolonged increase in transaminases level <2 ULN

Yposuu AJIT, ACT >5BI'H

ALT, AST levels >5 ULN 1)

IMauyeHT 1: MUHUMAIBLHOE KOJIMYECTBO TPOMOOLIUTOB 42 x 10%/11,
HopMau3alus nokasatess yepes 2 Mec. KoxxHo-remopparuyeckui
CUHIPOM OTCYTCTBOBAJI, CAMOYYBCTBUE HE HAPYIIAJIOCH.

Junype3 B npeneaax HOpMBbI.

TMauueHT 2: MUHMMATEHOE KOIMYeCTBO TpoMbouuTos 92 x 10°/1, Hop-
Manu3anyst yepe3 2 Henl. KoxHo-reMopparnieckuii CMHAPOM OTCYTCTBO-
BaJl, CAMOYYBCTBME HE Hapyluaioch. Juype3 B mpeaesax HOpMbl
First patient: minimum platelets 42 x 10%/1, laboratory parameters returned
to normal within 2 months. Skin hemorrhagic syndrome was absent, well-being was
not impaired. Amount of urine within normal.

Second patient: minimum platelets 92 x 10%/1, laboratory parameters returned
to normal within 2 weeks. Skin hemorrhagic syndrome was absent, well-being was
not impaired. Amount of urine within normal

TpomGouutsr <100 x 10°/1

Platelets <100 x 10%/1 2L

V10 (52,6 %) natuentoB <2 BI'H. CokparutenbHas QyHKIIVS
MuoKapaa B HopMe. HopManu3aliys ot 2 Hen o 2 Mec.

V15,2 %) naupenra >10 BI'H, BoISIBIIEHO 10 T€HO3aMECTUTEIHHOM Te-
panuu. CokpatuteabHas hyHKIIMS MMOKapaa B HOPME B TEUEHUE BCETO
nepuoaa HaomoaeHust. Hopmanuzaius yepes 11 mec.

Bcewm maimeHTaM ¢ moBbIIIEHHEM TTOKA3aTeIsl IPOBOAWIM YIBTPa3BYKO-
BYIO Kapauorpabuio, 0CMOTp KaparoJora
In 10 (52.6 %) patients <2 ULN. The contractile function of the myocardium
is normal. Normalization is from 2 weeks to 2 months.

In 1 (5.2 %) patient >10 ULN, detected before gene replacement therapy.
The contractile function of the myocardium is normal during the entire follow-up
period. Normalization is 11 months.

All patients with an increased troponin I level underwent ultrasonic cardiography
and cardiologist examination

Tpononun I
Troponin |

11 (55)

Ilpumenanue. BI'H — sepxuss epanuya vopmot; AJIT — anranunamunomparncpepasza; ACT — acnapmamamurnomparcgepasa.
Note. ULN — the upper limit of the norm; ALT — alanine aminotransferase; AST — aspartate aminotransferase.

Bce oTk10HeHMST 1abopaTOPHBIX MToKa3aTeaeil uMenun Ouenka 3(phekTMBHOCTH Tepanmuu. 3a BpeMsl HAOTIOAESHYS

pa3IUYHbIE CPOKU HOpManu3auu — oT 10 gHeli 1o 11 mec;
3HAYMMOTO KIIMHUYECKOTO YXYIIIIEHUs Y TAIlMCHTOB HE OT-
MedeHo. [IponoHTrMpoBaHHBIE M HauboJiee BhIpaXKeHHBIE
J1abopaTOpHbIE OTKJIOHEHUSI Yallle HaOIIoNaIuCh Y IeTei
cTapllieil BO3pacTHOM IpymIibl U Ha (POHE OTSATOIEHHOTO
KOMOpPOMIHOTO cTaTyca.

y 17 (85 %) maliueHTOB OTMEUYEHO Y/TyJIlICHHUE IBUTATETbHBIX
GYHKIMIA: yBepeHHOE yaep:kaHue TonoBsl (n =4 (20 %),
OCBOEHME HaBbIKa He3aBrucuMoro cuaeHns (n =5 (25 %)),
camocTtositesbHast xonpoa (n = 8 (40 %)). B xoropte neteit
C HE3aBUCUMOI X0Ib001 IpeodIanaiu IeTH, IOy IMBIIIC
I'3T Ha poxknumHudeckoil cragmu (n =5 (25 %));

TOM 15

15
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Puc. 1. Junamuka nokazameneii no wikare CHOP INTEND c epaguueckum ompasiceHuem HO8blXx MOMOPHbIX HABLIK0OG Y Oemell nocae 2eHO3amecmumens-

Holl mepanuu 6 meuerue 24 mec nabardenus (n = 19)

Fig. 1. The dynamics of indicators on the CHOP INTEND scale with graphic reflection of new motor skills in children after gene replacement therapy during

24 months of follow-up (n = 19)

2 (10 %) pederka co CMA 11 tuna (B Bo3pacte 23 u 34 Mec)
xoguu 1o ['3T, HO y HUX yIy4IWICs TaTTePH XOAbObI U M0~
BBICHJIACh TTIEPEHOCUMOCTD (hr3mdecKoi Harpy3ku; 1 (5 %)
pebdeHok (CMA 11 tuna, I'3T B 13 mMec) oBiaaen HaBLIKOM
HE3aBUCHMOTO NIePEABUKECHUS, IIEPECeB U3 MHBAIMIHOTO
kpecia. B 2 (10 %) cinyvasx KIMHUYECKOTO YIIy4IIeHUs
He OBbLJIO TOCTUTHYTO, OMHAKO 3a00JieBaHUE HE IPOTrPeccu-
poBaiio. CpenHue U3MEHEHUsI CYMMapHO OLIEHKH IT0 MO-
TopHBIM 1KanaM cocTaBwin: o CHOP INTEND — +16,1
6amta, no HFMSE1 — +13,5 6anna. JIluHamuka rmokasate-
seit mo mkajne CHOP INTEND c rpagpuueckuM oTpaxke-
HMEM HOBBIX MOTOPHBIX HaBBIKOB Y neteii rmocne I'3T B Te-
yeHue 24 Mec mokaszaHa Ha puc. 1.

06cyxaeHune

IIpencraBnensl pe3yasrathl npumeHeHust 3T mpe-
mapaTom OA aeTsiMm B Bo3pacte 1—34 mec xxu3Hu, co CMA
5q ¢ 2 wiu 3 xonusimu SM N2 Ha pa3HbIX 3Tarax MaHude-
cTaiuuy 60JIe3HU, OCYIIECTBJICHHOIO B YCIOBHUSIX MyHUIIY -
MMaJIbHOIO MHOTOIPOMUIBHOIO METCKOro CTallMoHapa.
JnvtenpHOCTh HaOMIOASHNS cOCTaBUIa 24 Mec.

Y 6 (30 %) nereit nmarno3 CMA ObLI BBISIBJICH U TTOJI-
TBEPXKIEH MOJIEKYJISIPHBIM METOIOM IPU HEOHATaJIbHOM
ckpuHuHre. Y 5 (25 %) 13 HUX He ObUIO KIMHUYECKUX
MpOosIBJICHUI 00J1€3HU, CpeAHMIT Bo3pacT npoBeaeHust [3T
cocTaBuia 24,6 nHS XKU3HU. B 3T0l Koropre maineHTOB
HeXXeJlaTeIbHbIe SIBJICHUS (MUPEKCUSsI, CIadOCTh MU COH-
JIMBOCTh, PBOTA, CHIDKEHUE aIlleTUTa) HOCWIA TPAaH3UTOP-
HBIi1 1 HEBBIPAXKEHHBII XapaKTep, YTO COIIACYeTCs C Pe3yJib-
tatamu uccieaoBaHust SPRINT 06 oTcyTcTBIY BhIpaXkeHHBIX
HexenareabHbIX peakuuit nmocie I'3T y 6eccUMITOMHBIX
manrieHToB co CMA B Bo3pacte <6 Hen [15].

B 13 (65 %) cnyvasix nuarno3 CMA ObLT 3a110103peH
Y TIOATBEPXKICH MOJIEKYJIIPHO-TEHETHYECKMMU METOAaMM

MPH CEJIEKTUBHOM CKPUHUWHIE, CPEIHUI BO3pacT AeTeil
coctaBui 11,2 mec. ¥ atux neteit 3T npoBeneHa Ha poHe
YMEPEHHOTO WJIM 3HAYUTEJILHOTO perpecca MOTOPHBIX Ha-
BBIKOB. JJaGopaTOpHBIe TTOKa3aTe M B OCHOBHOM BKJTIOYA-
JI UMMYHOOITOCPEIOBaHHBIE PeaKIIMU CO CTOPOHHI ITeYe-
HU, TPaH3UTOPHYIO TpoMbGouuroneHuo <100 x 10%/1,
noBbIIeHue YpoBHs TponoHuHa I <2 BI'H. HauGoiee
YaCTHIMM ObUT MMMYHOOIIOCPEIOBAaHHBIE PEAKIIUK CO CTO-
poHBI MeyeHu, He TnpeBbialomue 2 BI'H. Hapyumenus
KOaryJsiliuid He ObLIO BBISIBJICHO HM B OIHOM Cydae.
¥ 3 (15 %) mauueHTOB BBISIBICHO 00Jiee 3HAYUTEITbHOE
noBbIlIeHUe ypoBHs TpaHcamuHaz: AJIT, ACT >2 BI'H <5,
0e3 3HaYMMBbIX KIMHUYEeCKUX HapyIIeHUA. JIJI1 CHYDKeHUS
3THUX MMMYHHOOIIOCPEIOBaHHBIX PEaKIIMii 103a IPETHU30-
JIoHa ObL1a yBeJIMYeHa 10 2 MI/KT C JaJbHEHIIEeH TPOJIOH-
raimeii mpremMa 10 HopMaau3alluu JJabopaTopHbIX ITOKa3a-
teneir. Y 1 (5 %) pebeHka 3acbUKCHpOBaHa BhIpaKeHHAst
runeppepmentemMuss >5 BI'H, kynupoBaHHas1 TyJibc-
Tepareil MeTUIIPETHU30I0HOM. JIpyriMu 1abopaTopHbI-
MU U3MEHEHUSIMA IMMYHOOIIOCPEIOBaHHAs ThIiepdepMeH-
TEeMUsI He COMPOBOXIANACh. DTO COMIACYETCS ¢ TaHHBIMU
JUTEPaTypbl O TOM, 4To ¥ 31 % maumeHTOB, MOJYYHUBIIUX
npenapat OA, OTMEYeHO MOBBIIICHUE aKTUBHOCTH TPaHC-
aMMHa3, Kynupyoleecsl I3MEHEHUEM 03 U JUTUTEIbHO-
CThIO MpueMa ctepounosn [12—14, 18, 20].

VMeHblIeHre yncia TpoMoouuTos Huke <100 x 10%/1
otMeueHo y 2 (10 %) malueHTOB B BO3pacTe CTaplie
24 mec: B 1-M cliyyae BBbISIBJIeHa TPOMOOLIUTOIEHMUS
10 42 x 10°/n1, pasBuBLUIasica Ha nepBoil Hexese noce 37,
¢ MoCJIeAyolel HopMaIi3alueil uyepes 2 Hell; BO 2-M CITy-
yae BbIsBJIEHA TpoMGouuTonenus 92 x 10%/1, Takxke 3a-
¢ukcupoBaHHas Ha nepBoii Heaene rmociae ['3T, ¢ Boccra-
HOBJICHMEM 4YuCJIa TPOMOOIIMTOB Yepe3 2 Mec (TaHHbBIM
MallMeHT UMeJl YMEPEHHYI0 OEIKOBO-3HEPIreTUYECKYIO
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HepBHo-mbiweyHbie 5OJIE3HH

HEIOCTAaTOYHOCTD, TIEPEHEC OCTPHIM raCTPOIHTEPUT HaKaHy-
He I'3T). [emopparuyeckuii CMUHAPOM He BbISIBJIEH HA B OTHOM
ciydae. [1o maHHBIM JIMTEpaTyphl, CHIKEHHE YrCiia TPOMOO-
1uToB nociie I'3T MakcuMaIbHO IPOUCXOMUT B TEUSHUE ITep-
Boit Hemermm nociie I'3T u MmoxeT nocturats 4 % ¢ oclenyio-
IIIMM BOCCTaHOBJICHUEM B TeueHue 2 Hen [9, 16—18].

o cux 1mop HeT eIMHOr0 MHEHUSI O IPUYMHAX TTOBbI-
1eHus1 ypoBHs TporioHuHa I [7, 17]. B koropTe ¢ KinuHuve-
CKOIi PecrMpaToOpHOI 3aM0/DKEHHOCTBIO OIMKMCAHbI CIydan
C TIOBBIIIIEHNEM YPOBHSI TPONOHMHA | 1 TUITOKCHUYECKIM T10-
BpexXaeHueM Mruokapaa [9]. B Halteit koropTe KpaTkocpoy-
Hoe MoBbIllIeHUe ypoBHs TporoHMHa | (<2 BI'H) ormevanoch
y 10 (50 %) mauueHTOB, CO CIIOHTAHHOM HOpMaIM3aluei
ypoBHS (pepMeHTa B niepuod 21—45 nHeit. ¥ 1 nmauueHTa
(moxnmuHuveckas ctaaust CMA) ypoBeHb TportoHnHa I Ob11
noBbileH ucxoaHo 1o >10 BI'H. ITocie 3T y aToro pedbeH-
Ka 3a(pMKCUPOBAHO MEIJICHHOE CHIDKCHHUE YPOBHS TPOIIO-
HuHa | 1o cyoHopmabHbIx 3HaueHuit <2 BI'H B TeueHue
11 Mec 6e3 KaKux-1100 KIMHUYECKUX HapyILeHui (OCMOTp
KapauoJiora, 3XoKapauorpamMma 6e3 nsmeHeHuit). [1omoOHbIX
CJTy4aeB C BBIPAKCHHBIMU MCXOIHBIMU 3HAYCHUSIMUA YPOBHS
TpornoHuHa | B 1OCTYIMHOI UTepaType He 0OHApyKEeHO,
U 3TOT BOIIPOC TPEOYET NaJbHEUIIETO N3yICHMSI.

HMMMyHooOIocpe1oBaHHAasE TPOMOOTHYECKAsT MUKPO-
anruonarus (TMA) xapakTepu3syeTcss TPOMOOLUTOINIEHUEIA,
TeMOJIUTHYECKOM aHEMHUE, OCTPBIM ITOPaKeHUEM TI0YEK
[7, 9]. Knmunnuecku B nebrote TMA onucaHbl yTHETEHUE
CO3HaHMSI, CYIOPOTH, apTepraibHas TMIePTeH3MsI, KOXKHbBIN
reMOpparndecKrii CMHIPOM, YMEHBIIIEHYE KOJIMYECTBA BbI-
nensemoit Mouu [7, 9]. I1o ony6IMKOBaHHBIM JTaHHBIM,
TMA yalie perucTpupyloT B TeUeHHE MEPBBIX 8 HEell ITOCIIe
npuMeHeHus npenapata OA [9]. B HeKOTOpBIX citydasix
Hayvasio pa3Butuss TMA cMeliaeTcs Ha 6oJyiee paHHUE CPO-
KU, YTO OOBSCHSACTCS aKTUBAllMei MMMYHHOMR CUCTEMBbI
Ha (poHe nHdekK 1 BakuuHauuu [9]. B Hatieit koroprte
TMA He pa3Buiach HY y OJHOIO MalleHTa.

TakuM 00pa3oM, HexXelnaTeIbHbIC SIBIICHUS B TPYIIIIC
neteit ¢ MaHupecTHbIMU TUTTaMU CMA Takke MMeJTU TpaH-
3UTOPHBIN XapaKTep IMPU Pa3HOM CTEIIEH! BRIPaKEHHOCTH
M HE COIPOBOXIATUCH KIMHUYECKUM YTSDKEIIEHUEM CO-
CTOSTHUSI, TPEOYIOIIUM MEePEBO/Ia B OTIEICHUE peaHuMallin
M MTHTCHCUBHOM Tepanuu. DTHU TaHHbIE COIIACyIOTCS C pe-
3yJbTaTaMu ucciaenoBanuii mo apdpexkruBHoctu I'3T y me-
Teil ¢ MaHudectHbIMU opMamu CMA: STRIVE-US [17],
STRIVE-EU [17] u START [18]. Heo6xonuMo OTMETHUTD,
YTO y TTAalIMEHTOB Ha (POHE OTATOILEHHOTO KOMOPOUIHOTO
(boHa HexXenaTeNbHbIe SIBIeHUS (TTMPEKCUsI, BSJIOCTh, PBO-
Ta, B3IyTHUE XKMBOTA, OTKA3 OT €/Ibl) UMeJIN OoJIee 3aTsKHOM
(>5 nueit) xapakTep: y 1 (5 %) nanueHTa 0OTMEYaIoch Kpa-
TKOBpEMEHHOE CHIKeHMe nuype3a, 4 (20 %) nanneHTaM

MoTpedoBaIrCh MpoBeAeHUe MHOY3MOHHON Tepanmuu
M MPOJIOHTAIMS TIpYeMa CTepOuIoB 10 4—6 Mec. DTo co-
[JIaCyeTCsl ¢ ONMCAaHHBIMU B JINTEPAType HexKeJlaTeTbHbIMU
SIBICHUSIMU Yy TIallMEHTOB B BO3pacTe cTapiie 12 mec
U C OTATOLLIEHHBIM KOMOPOUIHBIM (poHOM [12, 20].

JIuHamuyeckas oneHka MoTopHoro pa3sutus noce I'3T.
Y 5(26,35 %) nereii Ha nokimHUYecKoM atartie CMA (Bce
MallMeHThl BBISIBICHBI MPU HEOHATaJIbHOM CKPUHUHIE
U uMmenu 3 kornuu reHa SMNZ2), MOTOpHOE pa3BUTHE COOT-
BETCTBOBAJIO BO3PACTHOI HOPME: IETU B ICKPETUPOBAHHBIC
CpOoKHU (PopMHUpPOBaAIN YCTOMYMBOE yIACPXKAHUE TOJIOBHI,
He3aBHCUMOE cuaeHUue U xoandy. MHTepeceH ToT daxr,
YTO Cpeay OOJBLHBIX C TPYOBIM HEBPOJIOTUYECKUM perpec-
coM okasaics 1 (5,2 %) peGeHOK, BBISIBJICHHBII ITPU HEO-
HaTaJlbHOM CKpuHMHTe (2 Konuu reHa SMN2; niepeHec
OCTPYI0 BHEOOJbHUYHYIO OPOHXOITHEBOMHUIO, UMEJI OeJI-
KOBO-KaJIOPUIHYIO HETOCTATOYHOCTh). B CBsI3M ¢ OCTphIM
nHdeKIMoHHBIM 3a60eBaHueM ['3T y Hero Oblia OTCpo-
yeHa 10 Bo3pacta 2,5 Mec. Jlunamuka mo CHOP INTEND
coctaBwiIa +2 6ajia, 0ofHAKO IMOTPeOOBAIOCh HATIOXXKEHUE
racTPOCTOMBI M3-3a XpPOHUYECKOM MUKPOACTIMPAIIUH.

ManudectasiM 1o CMA 13 (65 %) neraM MoJeKy-
JIsipHbIN 1MarHo3 CMA ObLT MOATBEPKAEH MO pe3yIbraTaM
CEJIEKTUBHOTO CKpuHUHTA: 7 (35 %) neteii uMenu 2 KoUK
reHa SMN2, 6 (30 %) nereit — 3 Koruu reHa SMN2. B atoit
Koropre (puKcupoBasiach 3ajJepXKa WIM HelmojHoe (op-
MHUPOBaHME MOTOPHBIX HABBIKOB; HEMOTOPHBIE ITPOSIBJIE-
Hust CMA (pecriupaTopHasl HeIOCTaTOYHOCTb, AucGarus)
HE MPOrpecCUpPOBANIN; XKU3HEYTPOXKAIOIIUX HaPYIICHUI
U JIETAJIbHBIX UCXOJ0B, cBs3aHHBIX ¢ 3T, He 3achukcupo-
BaHO HU B OJTHOM CJIyYae.

TakvM 06pa3oM, cpeHre N3MEHEHHS CyMMapHOI OLICHKH
110 MOTOpHBIM 1IKajIaM (7 = 19 (100 %)) coctawm: mo CHOP
INTEND — +16,1 6amna, mo HFMSE — +13,5 6ayuta. D¢-
¢exkTuBHOCTh 3T OblIa ONTUMANIBHON Y AETei Ha JOKIIU-
HuyeckoM 3tarie CMA. I1oydyeHHbIe HAaMU TaHHBIE COTla-
CYIOTCSI C pe3yJIbraTaMU, TIOJTyYeHHBIMM JPYTUMU aBTOPAMHU,
n3yvyaBlmmMu apektuBHocTb [3T y geTeit Ha JOCUMIITO-
MaThyeckoM U MaHudectHoM atariax CMA B MilageH4ecKoM
U paHHeM JeTCKOM Bo3pacte [15, 17, 18].

BbiBOAbI

Takum ob6pa3oM, onbIT ipuMeHeHus ['3T B ycioBusix
JeTCKOro ropoJcCKoro MHOronpoMuiIbHOTO KIMHUYECKO-
TO CHeMaTU3UPOBAHHOTIO LIEHTPA BEICOKUX METUIIMHCKIX
texHoJioruii I. Cankr-IleTepOypra cBUAETEILCTBYET 00 3~
(beKTUBHOCTU 1 OTHOCUTEJIbHOM O0e3onacHocTr OA 114 jie-
yeHus neTeil B Bo3pacte 1—34 mec xu3Hu co CMA 5q
¢ 2 win 3 konusaMu SMN2 Ha pa3nuyHbIX 3Tanax KInHU-
YyecKoil MaHUbecTauuu 3a001eBaHus.

TOM 15

17



TOM 15

18

HepBHo-mblweykbie OJIE3HH

Opueunanvhsie uccaedoeanus | Original reports

NJUWUTEPATYPA / REFERENCES

—_

10.

. Boemer F,, Caberg J.H., Dideberg V. et al. Newborn screening

for SMA in Southern Belgium. Neuromuscul Disord 2019;29(5):
343—9. DOI: 10.1016/j.nmd.2019.02.003

. Schwartz O., Vill K., Pfaffenlehner M. et al. Clinical effectiveness

of newborn screening for spinal muscular atrophy:
A nonrandomized controlled trial. JAMA Pediatr 2024;178(6):
540—7. DOI: 10.1001/jamapediatrics.2024.0492

. Cooper K., Nalbant G., Sutton A. et al. Systematic review

of newborn screening programmes for spinal muscular atrophy.
Int J Neonatal Screen 2024;10(3):49. DOI: 10.3390/ijns10030049

. Lefebvre S., Biirglen L., Reboullet S. et al. Identification

and characterization of a spinal muscular atrophy-determining gene.
Cell 1995;80(1):155—65. DOI: 10.1016/0092-8674(95)90460-3

. Prior T.W. Spinal muscular atrophy diagnostics. J Child Neurol

2007;22(8):952—6. DOI: 10.1177/0883073807305668

. Efimova 1.Y., Zinchenko R.A., Marakhonov A.V. et al.

epidemiology of spinal muscular atrophy based on the results
of a large-scale pilot project on 202,908 newborns. Pediatr Neurol
2024;156:147—54. DOI: 10.1016/j.pediatrneurol.2024.04.015

. HpOKCI/IMaJ'ILHaFI CIIMHAaJIbHasg MbIIICYHasA anO(l)I/IH 5q: KJIWMHUYEC-

KUe pekoMeHIauuu. MuHucTepcTBo 3npaBooxpaHeHus Poccuii-
ckoit @enepannu, 2021. 83 c. locTymHO 1o:
https://cr.minzdrav.gov.ru/recomend/593_1.

Proximal spinal muscular atrophy 5q: clinical guidelines. Ministry
of Health of Russia, 2021. 83 p. (In Russ.). Available at:
https://cr.minzdrav.gov.ru/recomend/593_1.

. duns A.B., Hazapos B.[1., Cunopenko [.B. u np. MccnenoBaHue

0COOEHHOCTE reHETMYECKUX U3MEHEHU reHa SMN 1 ipu criu-
HaJIbHOW MbILLIEYHOI aTpoduu 5q. HepBHO-MbIlIeUHbIE 60TE3HU
2022;12(3):36—44. DOI: 10.17650/2222-8721-2022-12-3-36-44
Dil A.V., Nazarov V.D., Sidorenko D.V. et al. Characteristics

of genetic changes in the SMN1 gene in spinal muscular atrophy 5q.
Nervno-myshechnye bolezni = Neuromuscular Diseases 2022;12(3):
36—44. (In Russ.). DOI: 10.17650/22228721-2022-12-3-36-44

. MHCTpyKLMSI IO MEAMLIMHCKOMY TIPUMEHEHUIO MperapaTa 30J1-

reHcMa (pactBop mist MHGY3Mit). PeructpallMOHHOE ya1ocToBepe-
Hue Ne JITI-007675 ot 09.12.2021.

Instructions for medical use of the drug Zolgensma (solution

for infusion). Registration certificate Ne JITT-007675 dated
December 09, 2021. (In Russ.).

IMocranosnenue [pasurensctBa Poccuiickoit @enepanmm

ot 21 mast 2021 . Ne 769 «O6 yrBepskneHuu [paBui obecniedeHust
OKa3aHMsI MEAULIMHCKON MOMOILH (MPY HEOOXOAMMOCTH 3a Mpeae-
namu Poccuiickoit Denepannn) KOHKPETHOMY PEOESHKY C TsKe-
JIBIM XM3HEYTPOXKAIOLIMM MJIM XPOHUYECKUM 3a00JIeBaHUEM,

B TOM YMclie penkuM (opdaHHBIM) 3a00J1eBaHUEM, JIMOO IpyInam
TaKUX JeTeil» (C U3BMEHEHUSIMU U TONIOTTHEHUSIMU).

Decree of the Government of the Russian Federation No. 769 dated
May 21, 2021 “On approval of the rules for providing medical care
(if necessary outside the Russian Federation) to a specific child with
a serious life-threatening or chronic disease, including rare
(orphan) disease, or groups of such children” (with amendments
and additions). (In Russ.).

. Mocranosnenune IMpasutenscrBa Poccuiickoit Pepepannu

ot 15 denpans 2023 . Ne 229 «O BHeceHUU U3MEHEHMIA B HEKOTO-
pble akThl IpaBUTeNbcTBa Poccuiickoit Denepainu Mo BOIpocy
NesITeTbHOCTU (hOHTA TIOAEPKKY IETEH € TSKETBIMU KU3HEYTPO-
JKAIOUIMMU M XPOHUYECKUMHU 3a00JIeBaHUSIMM, B TOM YHCIIE Peli-
KUMHM (opdaHHBIMU) 3a00s1eBaHUAMU, «Kpyr 100pa».

12.

15.

16.

17.

18.

19.

20.

Decree of the Government of the Russian Federation No. 229 dated
February 15, 2023 “On amendments to certain acts

of the Government of the Russian Federation on the activities

of the foundation for the support of children with severe life-
threatening and chronic diseases, including rare (orphan) diseases,
“Circle of Goodness”. (In Russ.).

AptembeBa C.b., [Tanuna 10.0., umiosckast O.A. u ap. OnbIT
MIPUMEHEHUsI TeHO3aMECTUTEIbHOM Tepariy mpernapaTom 30J1-
rencma® (OHaceMHOreH aGenapBOBEK) B pealbHOM KIMHUYECKOM
npakTuke B Poccuu. HepBHo-MbIlieuHblie 601301 2022;12(1):
29-38. DOI: 10.17650/2222-8721-2022-12-1-29-38.

Artemyeva S.B., Papina Yu.O., Shidlovskaya O.A. et al.

Experience of using gene replacement therapy with Zolgensma®
(onasemnogene abeparvovec) in real clinical practice in Russia.
Nervno-myshechnye bolezni = Neuromuscular Diseases 2022;12(1):
29-38. (In Russ.). DOI: 10.17650/2222-8721-2022-12-1-29-38

. Kokopuna A.A., Hukutun C.C. [TpoMexXyTOoUHbIit aHaIN3 pe-

3yJIBTATOB JICYCHHUSI IETeil paHHETO BO3pacTa Co CIIMHAIBHOM MbI-
LIEYHOIT aTpodueii 5q, MOTYYMBIINX TEHO3aMECTUTEIBHYIO Tepa-
MO TIpeTiapaToM OHaCEeMHOTeH abenapBoBeK. KiimHnueckue Ha-
omonenust. Borpocsl coBpeMeHHoI nieauatpuu 2022;21(6S):
535—47. DOI: 10.15690/vsp.v21i6S.2497

Kokorina A.A., Nikitin S.S. Interim analysis of treatment outcomes
of young children with 5q spinal muscular atrophy on gene
replacement therapy with onasemnogene abeparvovec. Clinical
observations. Voprosy sovremennoy pediatrii = Current Pediatrics
2022;21(6S):535—47. (In Russ.). DOI: 10.15690/vsp.v21i6S.2497

. Hoy S.M. Onasemnogene abeparvovec: First global approval. Drugs

2019;79(11):1255—62. DOI: 10.1007/540265-019-01162-5

Strauss K.A., Farrar M.A., Muntoni F et al. Onasemnogene
abeparvovec for presymptomatic infants with two copies of SMN2 at
risk for spinal muscular atrophy type 1: The phase III SPRINT trial.
Nat Med 2022;28(7):1381-9. DOI: 10.1038/s41591-022-01866-4
Al-Zaidy S.A., Kolb S.J., Lowes L. et al. AVXS-101 (onasemnogene
abeparvovec) for SMA1: Comparative study with a prospective
natural history cohort. J Neuromuscul Dis 2019;6(3):307—17.
DOI: 10.3233/IND-190403

Day J.W,, Finkel R.S., Chiriboga C.A. et al. Onasemnogene
abeparvovec gene therapy for symptomatic infantile-onset spinal
muscular atrophy in patients with two copies of SMN2 (STR1VE):
An open-label, single-arm, multicentre, phase 3 trial. Lancet Neurol
2021;20(4):284—93. DOI: 10.1016/S1474-4422(21)00001-6
Mendell J.R., Al-Zaidy S.A., Lehman K.J. et al. Five-year
extension results of the phase 1 START trial of onasemnogene
abeparvovec in spinal muscular atrophy. JAMA Neurol 2021;78(7):
834—41. DOI: 10.1001/jamaneurol.2021.1272

CTEP Trial Development and Conduct. Available at: https://ctep.
cancer. gov/protocolDevelopment/electronic_
applications/docs/CTCAE_vS5_Quick Reference 8.5x11.pdf.
Hesmepxkuukas K.C., Canero E.1O., Mopo3zosa I.A. Kparko-
cpouHas 6e30macHOCTb U 3hHEKTUBHOCTh OHACEMHOTIEH abernap-
BoBeKa y 10 malneHToB co CIMHATBHOI MbIILIeYHOM aTpodueit:
KOTOPTHOE MCClieJoBaHKe. Bormpockl COBpeMeHHOI TIeAnaTpru
2021;20(6s):589—94. DOI: 10.15690/vsp.v20i6S.2367
Nevmerzhitskaya K.S., Sapego E.Yu., Morozova D.A. Short-term
safety and efficacy of onasemnogene abeparvovec in 10 patients
with spinal muscular atrophy: Cohort study. Voprosy sovremennoy
pediatrii = Current Pediatrics 2021;20(6s):589—94. (In Russ.).
DOI: 10.15690/vsp.v20i6S.2367



HepBHo-Mblweykbie 6O JIE3HU
Opueunanvhsie uccaedosanus | Original reports

BaaroaapHocTh. ABTOPBI BbIpaXkaloT 0J1arofapHOCTb IJ1IaBHOMY Bpauy A.B. ToctumckomMy, 3amectutesnto riiaBHoro Bpaua P.O. JI3aHaroBoii 1 3ame-
CTUTEJTIO MIaBHOTO Bpaya 1o neguarpun K.B. BpyunkoBy 3a aiMUHUCTPAaTUBHYIO MOANEPKKY UCCIICIOBAHUSI.

Acknowledgement. The authors are grateful to the Chief Physician A.V. Gostimskiy, Deputy Chief Physician R.O. Dzanagova and Deputy Chief
Pediatrician K.V. Bruchikov for the administrative support of the study.

Bkuag aBTopoB

JI.M. Ilyrapesa: pazpaboTKa qu3aiiHa UCcCleI0OBaHuUsI;

B.J1. KoposieBa: aHaI13 MOJTyYeHHBIX TaHHBIX, 0030p MyOIMKALIUIA 10 TeMe CTaThU, HAIIMCaHKe BBOIHOM YaCTH CTaThu;

O.B. INorenikuHa: rnojsyyeHrue JaHHbIX aHAJIM3A.

Authors’ contributions

L.M. Shchugareva: development of the research design;

V.D. Koroleva: analysis of the data obtained, review of publications on the topic of the article, writing the introductory part of the article;
0.V. Poteshkina: obtaining analysis data.

ORCID aBtopos / ORCID of authors

JI.M. Illyrapesa / L.M. Shchugareva: https://orcid.org/0000-0002-2447-3174
B.J1. Kopoiesa / V.D. Koroleva: https://orcid.org/0000-0002-6304-8074

O.B. Notemkuna / O.V. Poteshkina: https://orcid.org/0000-0001-9569-0793

KonhamkT unTEpecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTA UHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

®unancuposanue. VccienoBaHue MpoBeaeHO 63 CIOHCOPCKOM MOIIEPKKH.
Funding. The study was performed without external funding.

Co0utroieHre npaB MAMUEHTOB M MPaBHJI 0M03THKU. [1pOTOKOI McclenoBaHusT OMOOPeH JJOKaIbHbIM 3TdeckuM KomutetoM CI16 T'BY3 «JleTckumit
TOPOICKOI MHOTOMPOMUIbHBINA KIMHUIECKHIA CIIELIUATU3MPOBAHHBIA LIEHTP BHICOKUX MEMULIMHCKUX TeXHOIOTUIi». OT BceX 3aKOHHBIX MPeICTaBU -
TeJieil MaleHTOB MOTyYeHO MMCbMEHHOe MH(MOPMUPOBAHHOE COIJIacKe Ha yJacTHe AeTeil B MCCIeI0BaHUU.

Compliance with patient rights and principles of bioethics. The study protocol was approved by the local ethics committee of the Children’s City
Multidisciplinary Clinical Specialized Center of High Medical Technologies. All legal representatives of patients signed written informed consent
for the participation of children in the study.

Crarpa nocrymuna: 02.06.2025. Ipunsra k my6amkamuu: 11.07.2025. OnyoaukoBana onnaiin: 19.09.2025.
Article submitted: 02.06.2025. Accepted for publication: 11.07.2025. Published online: 19.09.2025.

TOM 15

19



TOM 15

20

HepBHo-mblweykbie OJIE3HH

Opueunanvhsie uccaedoeanus | Original reports

DOI: https://doi.org/10.17650/2222-8721-2025-15-2-20-27 () BY 4.0

Posib UHCTPYMEHTAJNIbHbIX METOA0B UCCNEeA0BaHUA
B AMArHOCTUKE CUHAPOMA XIKeHUA rnas

T.H. CacdonoBa, E.C. MenseneBa

DIbHY «Hayuyno-uccredosamenvckuii uncmumym 2aasuoix 6onesneit um. M. M. Kpacnosa»; Poccus, 119021 Mocksa,
ya. Poccoaumo, 114

KoHTaKThI:

ExkarepuHa CepreesHa Measepnesa arena0109@mail.ru

BeepeHue. Monn3TUONOTMYHOCTb CMHAPOMA CYXOro Mia3a TpebyeT NpOBefeHUs LEeNoro KOMNIEKCa AUArHoCTUYECKUX
MeponpuaTuii. B ceoto ouepenp, ans sepudukayum cy6TMna CMHAPOMA CYX0ro rMasa — CUHAPOMA XIKEHUA a3 — Heob-
X0AMMO 3aUKCUPOBATb XapaKTEPHbIE U3MEHEHUA HEPBHbIX BOJIOKOH, TUNULHOIO COA CNE3HO NAEHKN U OCMOJAPHOCTM
cnesbl. ITO MOXKHO CAeNaTh C MOMOLLbIO TAKUX METOL0B, KaK la3epHas KOH(OKaNbHAA MUKPOCKOMMA U TMACKOMMA, OCMO-
NAPOMETPUA Cnesbl.

Llenb nccnepoBaHua — onpefennTb pofib UHCTPYMEHTANbHbLIX METOLLOB UCCNEA0BAHUA B AUATHOCTUKE CUHLPOMA HOKEHUA
rnas.

Marepuanbi u metoabl. 06cnenosaH 31 nauneHT (14 MyxuuH, 17 xeHwmuH) B Bo3pacTe oT 18 fo 45 net, cpefHuil Bospact
o6cneayembix — 31 + 3 roga. MNayMeHTbl NpeabABAANM KaN0Obl HA CYXOCTb, ¥OKEeHUE, AUCKOMMOPT Npu 3puUTeNsHON pabo-
Te, 60n1b B masax. [pynna KoHTpons Gbina chopMmpoBaHa U3 28 3[0pOBbIX A0OPOBOSILLEB, CONOCTABMMBIX N0 MOAY U BO3-
pacty. Kputepusmu uckniodeHns u3 uccnefoBaHus 6uinu KaMHUYeckue npusHaku bnedapurta n auchyHKLUM meibomu-
eBbIX XeJes3, peBMatonornyeckne (peBMaToMAHbIA apTPWUT, CUCTEMHAs KpacHas BonyaHka, cuHapom Lerpena,
CKNIepoAepMUA) U OHKONOTUYecKue 3aboneBaHuns. Bcem nauneHTam, noMumo hyHKLMOHANbHOO 0hTanbMONOrNYecKoro
06cnefoBaHus, NpoBeeHa KoH(oKanbHas MUKpPOCKONUsA porosuubl Ha npudope HRT III ¢ porosuyHbiM Mopynem Cornea
Rostock nns oueHKM COCTOAHMA INUTENUA U HEPBHBIX BONIOKOH POrOBULbl. TMACKONUS NPUMEHeHa 1A OLEHKU TIUNULHO-
ro CNOA CNE3HOW MAEHKMU.

Pesynbrarbl. B rpynne nayMeHToB C CUHAPOMOM KKEHMS a3 CTAaTUCTUYECKM OCTOBEPHO 3a(UKCMPOBAHbI HanbonbLme
M3MEHEHUS CTPYKTYPbl HEPBHOMO BONOKHA B CPABHEHUW MALMEHTAMU C CUHAPOMOM CYXOro W rMasa U A06pPOBOALLAMY.
Mokasarenu ocMONAPHOCTM Ce3bl ObIM NPUBAMMKEHBI K Pe3ynbTataMm rpynmbl KOHTPOAs, CTAaTUCTUYECKU [OCTOBEPHON
pasHMLbl MeXay HUMKU He 3aduKcMpoBaHo. o pe3ynbTataMm TUACKOMUM U3MEHEHUA NUNUAHOTO CNOS CNE3HOW MAEHKU
OblNN BbIPAXKEHHBIMU: 30HbI C TONWMUHOKA >0,5 1 0,27-0,5 MKM B cpefHeMm cocTasunu 0,04 1 2,2 % COOTBETCTBEHHO.
BbiBoabl. [[poBefeHMe cneunanm3mpoBaHHbIX MHCTPYMEHTA/IbHbIX METOLOB U COBOKYMHAA OLEHKA UX Pe3yNbTaToB Urpa-
10T peLlatolyio posib B ANArHOCTUKE CUHAPOMA HOKEHUA [1a3, YTO NO3BONAET Ha3HAYUTL 060CHOBAHHOE NeyeHue.

KnioueBble cnoBa: CMHAPOM XOKeHWUA rna3, CMHAPOM CyxOoro rnasa, KOH(bOKaJ'IbHaFI MWKPOCKONNA poroBuLbl, HEPBHbIE
BOJIOKHa POroBuLbl

Ina uutupoBaHusa: CadoHosa T.H., Measegesa E.C. Ponb MHCTpYMeHTaNbHbIX METOLOB UCCNEL0BAHMUA B AUATHOCTUKE
CUHAPOMA XOKeHWA ra3. HepBHO-MblweYHble 6onesHn 2025;15(2):20-7.
DOI: https://doi.org/10.17650/2222-8721-2025-15-2-20-27

The role of instrumental research methods in the diagnosis of burning eye syndrome

T.N. Safonova, E.S. Medvedeva
M.M. Krasnov Research Institute of Eye Diseases; 114 Rossolimo St., Moscow 119021, Russia

Contacts:

Ekaterina Sergeevna Medvedeva arena0109@mail.ru

Background. The polyetiology of dry eye syndrome requires a whole range of diagnostic measures. In turn, to verify
the subtype of dry eye syndrome - burning eye syndrome - it is necessary to record characteristic changes in nerve
fibers and the lipid layer of the tear film. This can be done using such methods as laser scanning confocal microscopy,
thiascopy and tear osmolarmetry.
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Aim. To determine the role of instrumental research methods in the diagnosis of burning eye syndrome.

Materials and methods. 31 patients (14 men, 17 women) aged 18-45 years were examined, the average age
of the subjects was 31 + 3 years. The patients complained of dryness, burning, discomfort during visual work, and eye
pain. The control group was formed from 28 healthy volunteers matched for gender and age. The exclusion criteria from
the study were: clinical signs of blepharitis and dysfunction of the meibomian glands, rheumatological (rheumatoid
arthritis, systemic lupus erythematosus, Sjogren’s syndrome, scleroderma) and oncological diseases. In addition
to a functional ophthalmological examination, all patients underwent laser scanning confocal microscopy of the cornea
on an HRT III device with a Cornea Rostock corneal module to assess the condition of the epithelium and nerve fibers
of the cornea. Thiascopy was used to assess the lipid layer of the tear film.

Results. In the group of patients with burning eye syndrome, the greatest changes in the structure of the nerve fiber
were statistically reliably recorded, in comparison with patients with dry eye syndrome and volunteers. The tear osmolarity
indicators were close to the results of the control group, no statistically significant difference was recorded between
them. According to the results of tiascopy, changes in the lipid layer of the tear film were pronounced: zones
with a thickness of more than 0.5 pm and 0.27-0.5 pm averaged 0.04 % and 2.2 %, respectively.

Conclusion. The implementation of specialized instrumental methods and the combined assessment of their results
play a decisive role in the diagnosis of burning eye syndrome, which allows for the prescription of appropriate treatment.

Keywords: burning eye syndrome, dry eye disease, corneal confocal microscopy, corneal nerve fibres

For citation: Safonova T.N., Medvedeva E.S. The role of instrumental research methods in the diagnosis of burning eye
syndrome. Nervno-myshechnye bolezni = Neuromuscular Diseases 2025;15(2):20-7. (In Russ.).

DOI: https://doi.org/10.17650/2222-8721-2025-15-2-20-27

BBepeHue

Cunapowm cyxoro rnasa (CCI') octaeTcs ogHOM U3 ca-
MBIX aKTyaJIbHbIX IPOOJIEM B COBPEMEHHOI 0D TaTIbMOJIO-
rum [1, 2]. Ero pacnpocTpaHeHHOCTb Cpelu HaceJeHUs
Pa3BUTHIX CTPaH MUPA AOCTUTAET 35 % 1 MMeeT TeHICHIIUIO
K pocty [3]. O6paiiiaeMoCTh 3a MEAULIMHCKON MTOMOIIIBIO
Ha CTaJy pa3BUTHUSI OCJIOXKHEHM 3a001eBaH1SI OCOOEHHO
BBICOKA M CBSI3aHA CO 3HAYMTEJIbHBIM CHUXXEHHEM pado-
TOCITIOCOOHOCTHU, HEMEePEHOCUMOCTbIO MCITOJIb30BaAHMUS
KOMITbIOTEPA, HEBO3MOXHOCTBIO HAXOIUTHCS B YCIOBUSIX
SIPKOTO OCBEIIEHUSI, KOHAUIIMOHUPOBAHHOTO BO31yXa,
CWJIBHOTO BeTpa.

Cyotuniom CCT siBnsiercst cuHapoM sokeHust ras (CXKT).
XapaKTepHbIM MPU3HAKOM TaTOJOTUHU SIBJISIETCSI HECOOTBET-
CTBHE MEXITy MIHTEHCUBHOCTBIO IJIa3HOM 00JI Y OOBEKTUB-
HBIMU MpU3HAKAMU CYXOCTH IJTa3HOM IMOBEPXHOCTHU.

ITo coBpemenHbIM TipeactapieHussM, CXKIT — xpoHuyec-
KU1 HeBponaTUJeCKuii 001eBOM CUHAPOM, KOTOPHI XapakK-
Tepu3yeTcs HaJuyveM IU3eCTe3UM, CIIOHTaHHOU 0o0Ju,
XCOKeHUs, aJUTONMHUM U Tunepaire3ur. HeBponatudeckas
00J1b — 3T0 00JIb, PA3BUBAOLLIASICS TTPU 3200JI€BAHUH WJIU T10-
BPEXIEHUU COMaTOCEHCOPHOI HEPBHOI CHCTEMBI U HE CBSI-
3aHHasl 110 BpeMEHH ¢ aJibTepalueii TKaHu [4].

AHaM3upyst aHaMHe3 60JIe3HU MAIlMEHTOB C TUarHo-
30M CXKI, MOXHO 4€TKO MPOCIeAUTh CIEIYIOLIYIO 3aK0-
HOMEPHOCTb: OTMEUaeTCs TUTEIbHOE U HePe3yIbTaTUBHOE
MPUMEHEHUE Pa3HbIX YBIAXKHSIOIIUX ITpernapaToB Ha (o-
HE COXPAaHSIOIIMXCS CYObEKTUBHBIX Xajo0 Ha YyBCTBO
XCOKEHUST, TUCKOMMbOPTa U CYXOCTH.

IMonustnonornyHocts CCI' TpebGyeT mpoBeaeHUs
1IEJIOT0 KOMILJIeKCa TMArHOCTUYECKMX MEpPONpPUSITHUIA,
BKJTIOYAOIINX, TOMUMO (DYHKIIMOHATBHBIX UCCIIETOBAHUIA,
MPUMEHEHME CIIeLIMaIbHBIX MHCTPYMEHTAIbHBIX METOMIOB.

W3yuyeHure TUIMaHOR YacTy CJIe3HOM TUIEHKU METOIOM
Thackonuu y nauueHToB ¢ CCI' mo3BosisieT BU3yaIu3upo-
BaTh U 0OJIee MOAPOOHO U3YUUTh €€ COCTOSIHUE, YTO BasKHO
IS AMAaTHOCTUKM JTUMUI0ACHDUIIMTHBIX U CMEIIaHHbBIX
dopm [5]. laHHOE MccaenoBaHUE JAeT BO3MOXHOCTD OlLie-
HUTb 3 GHEKTUBHOCTD MPOBEACHUS JUMUA03aMECTUTENb-
Hoil Tepanuu. K npeuMyiiiecTBaM TUACKOIIUM OTHOCSTCS
HEUHBAa3UBHOCTb, 0ECKOHTAKTHOCTb U BHICOKAsI CKOPOCTh
BBITIOJTHECHUSI.

C nmoMoliblo jjazepHoit KOH(hOKaTbHOM MUKPOCKOITUU
poroBuuibl (KMP) MoXHO ucciienoBaTh CTpYKTYphI I1a3-
HOM MOBEPXHOCTU in vivo. AHAINU3 COCTOSIHUS MajibIie-
OpaJIbHOI KOHBIOHKTHBBI, SMUTEIUS Kpasi BeKa U YCThEB
Mel0OMMEBBIX XXeJle3, AMaMeTpa allMHYCOB U UX TUIOTHOCTHU
TMO3BOJISIET BepU(UILIMPOBATh TaKKe 3a00IeBaHMs, KaK AUC-
(byHK1IMST MEOOMUEBBIX XKeJle3, XPOHUUECKOEe BOCTIaJICHUE
KOHBIOHKTHUBBI. Pe3yabraTsl McciieqoBaHus TPUMEHSIIOT
B KayecTBe KpUTepusl 3(P(HEKTUBHOCTU MPOBOIUMON Te-
panuu, B YaCTHOCTU TeparieBTUYECKOM TUTMEeHBI BeK, a TaK-
K€ BHYTPUIIPOTOKOBOTO 30HAWPOBAHUS MEeHOOMUEBBIX
xene3 [6]. Jlazepras KMP mo3BonsieT 3apuKcrpoBaTh
MOp®hOJIOTUYECKE€ U3MEHEHUSI POTOBUIIbI: COCTOSTHUE
SIUTEINATBHOTO CJIOSI, HEPBHBIX BOJOKOH POTOBMIIBI
(HBP) [7].

ITpu npoBenenuu nazepHoit KMP BusyanusupyoTt
KJIETKM, UMEIOIIIMe CTaTyC MapKepoB BocnaieHus. K Hum
OTHOCSITCSI aHTUT€HIIPE3CHTUPYIOIINE KJIETKU — KJIETKU
Jlanrepranca, snuaepMasbHble JeHAPUTHBIE KJIeTKU [8].
KonmuectBo kieTok JlaHrepraHca u JuIMHa X OTPOCTKOB —
roxasaTed aKTMBHOCTU BOCMAJIUTE]BHOrO Ipoliecca,
npotekatouero y nauueHToB ¢ CCI. MeTtoa nmo3BoJsieT
BBISIBUTh KOPPEJISLIMIO MEXAY KIMHUYECKMMU U TTaTOTU-
CTOIAaTOJIOTUYECKMMU U3MEHEHUSIMU POTOBUIIHI [9].
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OnHuM u3 Beayuux MmexaHu3moB pa3putust CCI aB-
JISIETCS TIOBBIIICHUE OCMOJIIPHOCTH CJIE3HOM XKUIKOCTU
BCJICICTBME U3MEHEHUS OaaHca MeX Iy ITPOAYKIIMEi cie-
3bl, €€ ucnapeHueM 1 cyie3ooTTokoM [10]. OcmonsipomMe-
TPUS CJIe3bl 00J1a1aeT BICOKOM CITeLIM(DUIHOCTHIO U YyB-
CTBUTENBbHOCTBIO MpU ycTaHOBIeHUM auarHosa CCI.
OnpeeneHre OCMOJISIPHOCTH CJI€3bl IIPOBOISIT C TIOMOIIIBIO
npubopa TearLab Osmolarity System. /st monydeHust pe-
3yabrata Heooxogumo MeHee 50 Hit cie3bl. MccnemoBaHue
TEXHUYECKU HE TIPEACTABIISIET CIIOKHOCTU M 3aHUMAET Me-
Hee MUHYTHI, YTO JaeT BO3MOXKHOCTh 00C/IeI0BaTh OOJIBHBIX
B YCJIOBUSIX aMOYJIaTOPHOTO MpHeMa.

Takum obpazom, guarHoctuka CCI' BKJTIo4aeT KOM-
MJIEKC KIMHUKO-(OYHKIIMOHATBHBIX U UHCTPYMEHTATbHBIX
METOIOB ucciieaoBaHust. OJHAKO MPOBEACHUS CTaHIAPT-
HBIX MOP(MOGYHKIIMOHAIBHBIX MCCIEIOBaHNM HEIOCTa-
TOYHO U151 ycTaHOBJeHUs nuarHo3a CXKI.

Ienb uccaeaoBaHus — OINPEIEIUTh POJIb MHCTPYMEH -
TaJbHBIX METOOB McclienoBaHus B nuarHocTruke CXKI.

Martepuanbi u metopbl

Oo6cnenoBaHa rpynma u3 31 nmamueHTa (14 MyX4uH,
17 xeH1IMH) B Bo3pacTe 18—45 net, cpeaHuii Bo3pact —
31 = 3 roga. [1aLueHTHI IPeabBISIN XKaJ00bl HA CYXOCTh,
XOKeHUe, TUCKOM@OpPT IMpU 3pUTENbHON padoTe, 00Jb
B m1a3ax. B TeyeHue 2 u GoJjiee JIeT Bce MCIBITyeMbIe Ha-
omonanuch ¢ auarHo3oM CCI ierkoit u cpeaHeit creneHu
TSDKECTH M B Ka4eCTBE TePaIlMK MCITOIb30BaJIU CIe303aMe-
CTUTEJIbHBIC TIperaparthl. B xome nepBUYHOTO 006CIen0-
BaHus (tect Lllupmepa, npoba HopHa u omnpeneiaeHue
OCMOJIIPHOCTH ¢Jie3bl) Y 11 maleHTOoB pe3y/IbTaThl qua-
THOCTUYECKHUX TECTOB ObLIY MPUOIMKEHBI K HOPMAaJIbHBIM
U cocTaBWIX B cpeaHeM 17 mm, 13 ¢ u 293 MOcMm/n coot-
BETCTBEHHO. DT 11 malueHTOB ObLIM BbIAEIEHBI B OT-
nenbHyto rpyniy 1. OctanbHbie 20 MalyeHTOB COCTaBUIN
rpyrmy 2.

Ipynna koHTpoJs ObLIa chopMUpoBaHa U3 28 310pO-
BBIX JOOPOBOJIBIIEB, COIMMOCTABUMBIX 110 ITOJIY 1 BO3PACTY.
Kputeprn uckiiodeHus U3 UCCASTOBAaHUS: KIMHUYCCKHE
npu3HaKku 6jedaputa u AUCHYHKIUU MEHOOMUEBBIX XKe-
JIe3, peBMaToJIOTMIecKKe (PEeBMAaTOMIHBIN apTPUT, CUCTEM-
Has KpacHas BoyrdaHka, cuHapoM IllerpeHa, ckiepoaep-
MMS1) M OHKOJIOTMYECKUE 3a00IeBaHUS.

BceMm nmanmeHTam, moMuMo (PYHKUIMOHAIBLHOTO OG-
TajbMoiornyeckoro oocienoBanus (tect Lllupmepa I,
npo6a Hopha) u ocmonsipomerpuu ciessl (Tearlab), Ob1a
npoBeaeHa jasepHass KMP ¢ ucnonb3oBaHneM KoHgpo-
KanbpHoro mMukpockona Heidelberg Retina Tomograph I11
¢ poroBuuHbiM MopayiemM Rostock Cornea Module
(Heidelberg Engineering GmbH, [epmanust) aj1s1 BoIsiBlie-
HUST UBMEHEHWI SITUTEIMST, HATUIUS CyO3MUTeINaIbHbBIX
BKJIIOUEHUI, a TakKe oleHKU cocTosiHus HBP. [11st 00b-
e€KTHMBHU3alLlUU UCCIENOBaHUS PACCUMTHIBATN KOO dUIIM-
eHThl anuzoTponuu (K, ) 1 CHUMMETPUIHOCTH (Ksym) Ha-
npaBieHHoctu HBP mocpencrBom mnporpamMmMHOTo
obecneyeHus Liner 1.2S, olileHMBaNIM IJIUHY U TJIOTHOCTh

ocHoBHbIX HBP, ux neHapuToB 1 KonuvecTBa Makpodaron
(xerok JlaHrepraHca) ¢ TTOMOIIBIO OPUTUHATBHOTO MPO-
rpammHoro obecrnieueHus Liner Calculate. Tuackonus npu-
MEHEHa JIJIsI OLICHKU JIMITMIHOTO CJI0SI CIC3HOM TIJIEHKH.
Ludposbie n300paxkeHnss UHTEPpGEPEHIITUOHHOM KapTr-
HbI 00pabaThIBaJIM B KOMIIbIOTEPHOI MporpamMme Lacrima
(peructpanroHHbIii HoMep 2010613451).

JlaHHBIe KaXXIo#l IpyIMbl ObUIM CTaTUCTUYECKU 00-
paboTtaHbl pu momouu nporpamm Microsoft Excel 2010
u IBM SPSS Statistics 22 1 npoaHanu3upoBaHbl. [1po-
BepKa HOPMAaJIbHOCTH pacIipe/ieieHsI Obljla BhITIOJTHEHA
¢ momo1bto Kputepust Lllanupo—Yuika u oLieHKHM acuM-
METpMM U 3Kcliecca. HemapameTpudeckre mapaMeTphl
CPaBHMBAJIM C IOMOIIbIO KPUTEPUSI PAHTOBBIX 3HAKOB
ManHa—YuTHU.

Pe3synbrathbl

Ananus xano6 namueHtoB ¢ CCI mokaszan 1OMUHU-
poBaHue y 12 mamnueHToB (Bce o0caeayeMble U3 TpyMIibl 1
W OIVH U3 IPYIIHI 2) Xano0 Ha YyBCTBO X KEHUS B IJ1a3ax,
00J1b, MOBBIIICHHYIO YTOMJISIEMOCTD IIpH paboTe C pas-
JIMYHBIMU TaIKeTaMU. Y OCTaJIbHbBIX 19 MallMeHTOB OCHOB-
HBIMU XaJl00aMM ObUTM OILYIIEHUE CYyXOCTH, YYBCTBO TSI~
JKECTU M ”HOPOHOTO TeJjla B IJ1a3ax.

PesynbraTel KITMHUKO-(DYHKITMOHAJIBHOTO 00C/IeI0Ba-
HUS TAlMEHTOB OCHOBHBIX T'PYNIT U IPYIITBI KOHTPOJIS
npeacTaBjeHbl B Ta0JI. 1.

Ilo naHHBIM 0OcenOBaHMS 3a(PUKCUPOBAHO CHUXKE-
Hue 3HayeHui Tecta [upmepa I (B cpenHem 9 Mm) y na-
LIMEHTOB I'PYIIIHI 2 10 CPaBHEHUIO C pe3yJIbTaTaMu Tally-
€HTOB IPYINbl 1 U TPYNIbl KOHTPOJA. Y MallMEHTOB
Ipynnbl 1 ¥ TPYNIbl KOHTPOJS 3HAYMMBIX pa3Induii
10 JaHHOMY ITOKa3aTeJIi0 He BHISIBJICHO.

Pesynsratel mpodsl HopHa y maliyeHToB rpyIibl 2 ObUd
JIOCTOBEPHO CaMbIMU HU3KVMMM Y COCTaBWIY B CpeIHEM 7 C.
Y nanmeHToB Irpyniibl 1 ¥ rpyIibl KOHTPOJIS 3HAYMMbIX pa3-
JIMYUIA TI0 JAHHOMY ITOKAa3aTeIi0 He BbISIBIICHO.

OCMOJIIPHOCTD CJIe3bl MALIMEHTOB B rpy1Iie 2 Obljia ca-
MO BBICOKOI M cocTaBuiia B cpeqHeM 307 MOcM/I1; B TpyII-
ne 1 — 294 MmOcm/n u B rpynmne KOHTpoJst — 292 MOcMm/11.
CTaTUCTUYECKU TOCTOBEPHBIX PA3IMYMIA IO JAHHOMY I10-
KazaTeNl0 Y MallMeHTOB I'PYIIBl 1 U IPYIIIBl KOHTPOJIS
HE OTMEUEHO.

Y nanueHToB rpyniisl 1 BeISIBIEHBI TOCTOBEPHAs I10-
JIOXXKUTENIbHASI KOPPEessILMs MeX Iy 3HaueHreM mpoosl Hop-
Ha u TectoM [upmepa (r = 0,43; p = 0,01), oTpuniaresib-
Hasi KOPPEJISALMS MEXIY OCMOJISIPHOCTBIO CJIe3bI 1 ITPo00it
Hopha u tectrom IllupMmepa coorBeTcTBeHHO (1 = —0,32;
p=0,043ur=-0,39; p = 0,012).

BceMm ucciaeayeMbIM MaleHTaM M JOOPOBOJIbIIAM
M3 TPYIIIBI KOHTPOJIS ObUTa MpoBeaeHa JiazepHas KOM
poroBuubl. ¥ 5 malueHTOB Ipymmnbl 1 3achUKCUpOBaHBI
3HauuMble u3MeHeHus: HBP: MukpoHeBpoMbI, HU3KHUE
3Ha4YeHUs KoathdUlIMeHTa aHU30TPOITUHU HAIPaBJIEHHOCTH
HBP, uzButoctb, cTpyKTypHBbI€ MoBpexkaeHus HBP, cHu-
>KEHME X TUIOTHOCTH. DTO MO3BOJIMJIO BBIICIUTD JaHHBIX
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Tadmaua 1. Pezyasmamol kauHuKo-@yHKYUOHANbHO20 00cAed08anus nayuenmos epynn 1, 2 u epynnot konmpoas, Me [025 %; Q75 %]
Table 1. Results of clinical and functional examination patients from groups 1, 2 and control group, Me [Q25 %; Q75 %]

Dlagnosnc e Sonttel S -

Tect upmepa I, Mm
Schirmer test I, mm

17 [15,8; 24,0]

I1po6a HopHa, ¢

Norn Test, s 13 [12; 15]

OcMoTIpHOCTH cie3bl, MOCM/JT
Tear osmolarity, mOsm/L

294 [284,1; 298,4]

307 [300,25; 309,5]

P, <0,05
Pi_; = 0,54
P, <0,05

9,518,5; 10,5] 17 [15,2; 18,0]

716; 8] 14 [13; 17]

292 [286; 296]

*30eco u danee ¢ maba. 2, 3: snauumocms no kpumepuro Manna—Yumnu, 3Havumble pazruius @bl0eaeHsl ICUPHLIM WUPUDMOM.
Ilpumenanue. Me [25 %; 75 %] — meduana u mexckeapmunvhbiii unmepgan (25— 75-ii npoyeHmuns).
*Here and below in tables 2, 3: significance according to the Mann—Whitney criterion, significant differences are highlighted in bold.

Note. Me [25 %; 75 %] — median and interquartile interval (25"—7.

75" percentile).

MaluUeHTOB B OTACAbHYIO noarpymnmny 1.1. OcTanabHbie T1a-
LMEHTHI TpyIiel 1 (n = 6) cocraBwim nmoarpymmny 1.2.

PesynbraTel ucciaegoBanusa coctossuusi HBP, ycra-
HOBJIEHHBIE MeToA0M JiazepHoit KMP, y maiimeHTOB mmo-
rpymi 1.1, 1.2, rpynmnbl 2 1 TpyInbl KOHTPOJIS TIpeacTaB-
JICHBI B Ta0I. 2.

CTaTUCTUYECKH 3HAYMMBIX pa3INIMii IToKa3aTesst KO-
s¢hduLeHTa CUMMETPUYHOCTH HaNPaBIEHHOCTU B UC-
CJIeIyeMBIX TPpyIIax 3aMKCUPOBAaHO HE OBLIO.

[Ipu npoBeneHUN MOP(HOMETPUYECKOTO aHAIM3a U3BU-
toct HBP onvpanuck Ha 3HadeHus K| . YeM Bbiiie 3Have-
HUSI yKa3aHHOTO KoahdUIIeHTa, TeM MEHBIIIE CTPYKTYPHBIX
TOBPEXXICHUI HEPBHOIO BOJIOKHA OBUTO 3a(hUKCUPOBAHO,
a BOJIOKHa ObLTM 00JIee OMHOHAINPARJICHBI U BHITSTHYTHI.

Camble Huskue 3HaueHus K, | HaGmonany y naumeH-
TOB NMOATrpynIibl 1.1 —y Bcex 00cneq0BaHHBIX 3a(pUKCUPO-
BaHO HaJIMYMe MUKPOHEBPOM.

ITo nanHbiM 1a3epHoit KMP y mauueHTOB moarpyI-
bl 1.2 v rpynnbl 2 Ko3¢GGULIMEHT aHU30TPOIIUM HarpaB-
JICHHOCTU OBLI CHVMIKEH, HapyIlleHa pAaBHOMEPHOCTh X0/1a
HBP. CraTucTuyecku 3HaYMMBIX pa3inyuii okasareei
y TIalIMEHTOB Pa3HbIX IPYIII HE BISIBICHO. Y 2 MalleHTOB
Ipymnibl 2 06HApYKeHbI MUKPOHEBPOMBI.

Campble Bbicokue mokasarenu K, (4,7) nabmomani
B I'PYIIIEe KOHTPOJIS.

JI7151 OLIEHKY JIMITUAHOTO CJI0S1 CJIE3HOM TUICHKU PH-
MEHSUIM METOJI THACKOIUU. Pe3yIbraThl THACKOIIMY MIPE-
cTaBJieHbI B Ta0J1. 3 1 Ha puc. 1.

VY nauuenToB noarpynisbl 1.1 3apuKcUpoBaHbI BbI-
paxkeHHbIe U3BMEHEHUST pacIIpeeIeHUS TOIIUHBI JTUTTHI -
HOTO CJIOS CJIe3HOM TUICHKMH.

ITo naHHBIM TMACKONUY 3HAYMMBbIX Pa3IM4YMii MOKa3a-
TeJIeld 30Hbl ¢ MUHMMAJIBHOM TOJIIIMHOM JIUITUIHOTO CJI0ST
(0,07—0,13 MxM) BO Bcex rpyInax nojydeHo He ObLIO.

Tabmana 2. Cpeorue snavenus Kosgduyuermos anusomponuu u cummempunocmu nanpagaenrnocmu (K, ;, Ksym) HepPBHbIX B0N0OKOH POOBUbL Y NAUUEHNO8

nodepynn 1.1, 1.2, epynnoi 2 u epynnet konmpoas, Me [025 %; Q75 %]

Table 2. The average values of the anisotropy and symmetry coefficients (K, ,,
group 2 and control group, Me [025 %; Q75 %]

»&ym) of the corneal nerve fibers orientation in patients from subgroups 1.1, 1.2,

Subgroup - Subgroup - Sontol = -

KoaddunreHt aHuzoTponuu Py, = 0,02
HanpasieHHoctH (K, ) . . . . P >0,05
Coefficient ofdirectionaAllL 2,62 [2,4; 3,0] 3,2[2,9; 3,41] 3,1[2,6; 3,41] 4,7[4,4;4,9] P:f ; <0.01
anisotropy (K, ) py_5 <0, 01

Koadbdunnent cummerpuy- Pri—z 20,05
Hoctu HanpasiaenHoctu (K ) . . . . Py, 20,05
Coefficient of directional ym’ (0,9310,92;0,97] 0,94 [0,9; 0,96] 0,9510,9; 0,97] 0,93 [0,9; 0,95] Pi.?—z >0.05
symmetry (K, ) Py 0,05
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Tadmuua 3. Pacnpedenerue moauuHbl AUNUOHO20 €105 CAe3HOU NaeHKU no naouiadu (%) uccaedyemoil 301bl y nayuenmog nooepynn 1.1, 1.2, epynnet 2
u epynnvl konmpoas, Me [025 %; Q75 %]
Table 3. Distribution of the thickness of the lipid layer of the precorneal tear film over the area (%) of the study area in patients from subgroups 1.1, 1.2, group 2
and control group, Me [025 %; Q75 %]

IToka3zarenb

IMoarpymna 1.1

Ioarpymna 1.2

Ipymna 2

Ipynna koHTpOS

p*
Pri, <0,05
30Ha HEOMpPeIeTeHHOCTH ) ) : . Py 20,05
OO 52[49,0;54,5]  482[38:4:53,8] 47.2(38,1;532] 40 (34;42] 22 005
py_5 >0,05

Tommuna cie3Hon

mieHku 0,07—0,13 Mkm . . . . Dy : ,05
Tear film thicknese 43 [39; 46] 41,2 [39,1;46,0] 41,6 [34,2;47,0] 42 [38,9; 48,0] 1’1i2—32 >0,05
0.07—0.13 mkm Py 5 >0,05
TonmmHa cne3Hom Py, <0,05
mwieHku 0,13—0,27 MM . . . . P, ., >0,05
Tear film thicknese 1,38 [0,66; 2,8] 3,2[2,3;9,4] 3,3[2,1; 10,3] 7,8 [5,7; 8,8] 1,112_32 <0,05
0.13—0.27 mkm Py_5 >0,05
TonumHa cie3Hoi IIIeHKU Py, <0,05
0,27—0,5 MKM ; . : : Py, 20,05
Tear film thickness 2,2[0,69; 4,0] 6,5[4,4;8,8] 6,313,3;9,01 9.818,8;11,2] 1)112 32 <0,05
0.27—0.5 mkm Dy 20,05
TonmuHa cie3Hoi P11, 20,05
mwieHkn >0,5 MKM . . . . P, ., >0,05
Tear film thickness 0,04 [0; 0,59] 0,051[0,02; 0,4] 0,05 [0; 0,36] 2,2 [1,6; 3,05] pl-l2_32 <005
>0.5 mkm p,_; <0,05
Koadbdummenr Pria ig’gg
pacrpeeeHNs 1,38 [1,17; 1,6] 1,43 [1,25;1,58] 1,42 [0,8; 1,55] 1,61[1,5; 1,7] Pra >0 Z)S
Distribution coefficient Py >
Py >0,05

Puc. 1. Pacnpedenerue moawguts AURUOHO20 05 CAe3HOU naeHKU no naowadu (%) uccaedyemotl 3016t y nayuenmos nooepynn 1.1, 1.2, epynner 2 u epyn-
Nbl KOHMPOASL: 4 — pacnpeoenerue MoAuUHbL AUNUOHOL Hacmu CAe3HOI NAeHKU nayuenma nodepynnet 1. 1; 6 — pacnpedenenue moaujuHol AUNUOHOL Hacmu
CAe3HOll naeHKU nayuerma nooepynnst 1.2

Fig. 1. Distribution of the thickness of the lipid layer of the precorneal tear film over the area (%) of the study area in patients from subgroups 1.1, 1.2, group 2
and control group: a — distribution of the thickness of the lipid part of the tear film of a patient from subgroup 1.1; 6 — distribution of the thickness of the lipid
part of the tear film of a patient from subgroup 1.2
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0,13 -
0,27

0,21 - 50,50
0,50

Puc. 1. (Oxonuanue). Pacnpedenerue moauutsl AURUOHO20 €05 CAe3HOU naenku no naowadu (%) uccaedyemoii 3016l y nayuenmog nooepynn 1.1, 1.2,
2pynnoel 2 u epynnvl KOHMPOAsL: 8 — pacnpedeneHue MoAuUHbL AUNUOHOI YACMU CAe3HOU NACHKU NAYUeHma pynnsl 2; 2 — pacnpedeieHue moauuHbl AUnUO0-

HOIl yacmu cAe3Holl naeHKU nauyuenma epynnol KOHmpoas

Fig. 1. (End). Distribution of the thickness of the lipid layer of the precorneal tear film over the area (%) of the study area in patients from subgroups 1.1, 1.2,
group 2 and control group: ¢ — distribution of the thickness of the lipid part of the tear film of a patient from group 2; e — distribution of the thickness of the li-

pid part of the tear film of a patient from control group

YV nauueHToB rpyIrsl 1.1 oTMeYeHOo yBeIMYeHe 30HbI
HeonpeaeneHHoctu Ha4, Su 12 % (p <0,05) o cpaBHEHUIO
¢ JaHHBIMM, MOJYYEHHBIMU B moarpymnre 1.2, rpymre 2
U IPYIIIe KOHTPOJISI COOTBETCTBEHHO. I1p1 3TOM 30HBI € TOJ-
mwuHo# aunupoB 0,13—0,27 u 0,27—0,5 Mkm B 2,5 pasa
MEHbIIIe, YeM Y MalMEHTOB MOATPYMIIb 1.2 1 TpyIIIbl 2,
n B 5,6 4,5 pasa — 4eM y JOOPOBOJIBILIEB COOTBETCTBEHHO.
YV nanuyeHToB NMoArpynsl 1.1 y4acTKy CA€3HOM MJIEHKHU,
e BeJIMYMHA JTUITMAHOTO ¢Jios IpeBbiiaia 0,5 MKM, pak-
TUYECKU MOJHOCThIO oTcyTcTBOBaM (p <0,05).

[Ipu ipoBeieHN M THACKOIUHU Y ITAIIMEHTOB ITOATPYII-
bl 1.2 ¥ rpynimbl 2 B CpaBHEHUM ¢ KOHTPOJIEM OTMEYEHO
YBEJIMYEHNE OTHOCHUTEILHOM TUTOIANY 30HbI HEOIIPEIe/ICH-
Hoctv Ha 8,2 1 7,2 % COOTBETCTBEHHO. BBHISBIIEHO YMEHB-
1LIEHME 30HbI C 00JIbILIElH TOMIUHONM JIunuaHoro cios (0,13—
0,27 n 0,27—-0,5 mxm) B 2,4 1 1,5 paza cOOTBETCTBEHHO,
a y4aCTKM, Ha KOTOPBIX BEIMIMHA JIMITMIHOTO CJI0ST IIPEBhI-
mana 0,5 MKM, TpakTU4Yecku otcyTcTBoBaIu (p >0,05).

06cyxxaeHune

MmuorogakTopHocTb 3TroJoruu CCI™ TpedyeT mwist au-
arHOCTMKM 3TOr0 3a00JieBaHs TTPOBEACHMSI KOMIUIEKCHO-
TO UCCJIEIOBAHMSI, BKITIOYAIOUIETO (DYHKIIMOHAIBHBIE TECTHI
U UHCTPYMEHTaJbHbIe METONBI. B mocienHue roasl B odh-
TaJIbMOJIOTMYECKOI JIMTepaType ObLI OMmucaH CyOTHII
CCI' — CXI. OcHOBaHUSIMU AJISI 3TOTO CAYXKUJIW HAJTUUKE
y IaHHOI KaTeropuu 00gbHBIX XapakTepHbix i CCI xa-
J100, OTCYTCTBHE OTBETA Ha TPAIMIIMOHHYIO 3aMECTUTE b~
HYIO Tepaluio M HaJIWudue Cleluduyeckoro 060JeBOro
CHHIpOMa.

YV maHHOI KaTeropuu 60JIbHBIX BO3MOXEH CJICIYFOLIIHIA
MEXaHM3M pPa3BUTHS 0OJICBOTO CUHAPOMA: y YaCTH Iallu-
€HTOB K aCeNTUYECKOMY HOLIMLENITUBHOMY BOCIIAJICHUIO
IJ1a3HOM MoBepXHOCTH, xapakTepHoMy 1t CCI, mpucoenu-
Hsietcs noBpexnenrie HBP, u, kak ciencrsue, pa3BuBaeT-
cs HeliporaThuyecKuii 6071eBoi CMHAPOM. 3a cueT aucoba-
JlaHca B paboTe nepudepuyecKoii U IEHTPaIbHOM HEPBHOI
CHUCTEMBI TP IIPOrPECCUPOBAHUU 0OJIE3HU BO3MOXHO
pa3BUTHE XPOHMUYECKOTO OOJIEBOI0 CHHAPOMA.

IMospexnenHsie HBP sBmstiorcst cyocTpaToM pa3BUTHS
Heliporatndeckoit 6omu. JlazepHas KMP nngopmatnusHa
st BeisiBeHus uameHenuit HBP npu paszsutuu CCI.
MeTo/ 1Mo3BoJIsIeT OBICTPO U HEMHBA3MBHO OLIEHUThH I10-
T€pU U BBISIBUTH clieuudurueckue nsmeHenuss HBP [11].
JlazepHasg KMP MoxeT ObITh MpUMeHEeHa JIJIsI BBISIBICHUS
cneunduueckux usmeHenuit HBP — HespoM, xapakrep-
HbIx 1151 CKI 1 conpoBoXKIamoIInXcs HeHpomaTu4ecKum
00JIeBbIM CUHAPOMOM [12]. DT0 moaATBepaAUIN PE3YIbTaThI
HaIllero UCCIIeAOBaHMsI, B YaCTHOCTHU BBISIBJICHUE Y ITAIl -
€HTOB IMOATPYIIIHI 1.1 U3BMEHEHMIA, 3HAYNTEIBHO OT/IMYa-
IOIIMXCS OT JAHHBIX, TIOJYYEHHBIX Y ITalIMEHTOB IOATPYII-
nel 1.2 u rpynnsl 2: 3HaYUMBIX ToBpexaeHuii HBP,
CHIDKEHUST Ko3hdUIIMeHTa aHU30TPOIIMHU HAIlpaBIeHHO-
CTHU, CHIDKCHUS TUIOTHOCTH HEPBHBIX BOJIOKOH, HAJTMYUS
MUKPOHEBPOM.

CuHapoM xxKeHus ria3 gpasgercsa noaturnom CCI,
P KOTOPOM BEAYIIYIO POJIb UTpaeT HeMporaTUIeCKUIA
00JIeBOI CMHIPOM, Pa3BUBAIOLIUIACS BCIICACTBHE ITOBPEX-
JIeHus nepudepryeckux HEPBHBIX BOJOKOH, B JaHHOM
ciyyae — HBP. MukpoHeBpoMbI, 00HapyKeHHBIE Y BCeX

s
-—
=
o
[

25



TOM 15

26

HepBHo-mblweykbie OJIE3HH

Opueunanvhsie uccaedoeanus | Original reports

MalMEHTOB MOATPYIIHI 1.1, SIBIAIOTCS MapKepOoM 130D~
raHM30BaHHOU pereHepaluy (Iu3pereHepaliy ) ITOBPeX-
JIEHHOTO HEPBHOI'O BOJIOKHA. VcIoIb30BaHue Ja3epHOI
KMP 1103B0J1sI€T BBISIBUTD BBIIICONMMCAaHHBIE N3MEHEHUS
Y IPYMEHUTH 3TOT METOJ B Ka4eCTBE BEAYIIETO IS Tra-
rHoctuku CXKI.

CuMIiToMaTUYeCcKre HEBPOMBI XapaKTepU3YIOTCs 60-
JIbIO, KOTOPAsl TI0 XapaKTepy MOXKET OBITh XKTY4eii, OCTpOi
WM COMPOBOXIAThCA OUIYIICHUSIMM ITOKAJIbIBAHMSI.
B cBolo ouepenb, HeliponaTUYECKMil O0JIEBOIl CUHIPOM
TaKXe XapaKTepHu3yeTcsl OOJIbIO CO CXOXUMU XapaKTepH-
CTUKaMU.

PeTpocrnieKTuBHBINM aHaIU3 Xanod o0CaeayeMbIX I0-
Ka3aJjl, 4To y MallMeHTOB MOArpynisl 1.1 mpeobianany xa-
JIOOBI Ha 3XKeHUe, 00J1b B I1a3y M MEPHOKYJISIPHOI 001aCTHU.
HMMeHHO Takue CyObeKTUBHBIE OIIYIIEHUSI COOTBETCTBYIOT
oIucaHMIo HeBpomnaTuueckoit 6oau npu CXKI.

JocTaBKa JUITHIOB Ha INIa3HYIO [IOBEPXHOCTD SIBJISIET-
Cs pe3yJbTaTOM HEIMpPEPBIBHOM CEeKpeluu MelibyMma
10/ KOHTPOJIEM HEPBHOM M TOPMOHAJIBHOM CHUCTEM, JI0-
TTOJTHEHHBIM IBIKeHMEM BeK. CeKpeT Meii0OMUEBBIX XKe-
JIe3 ¥ er0 pacrupeesieHre B OCHOBHOM 3aBUCST OT MUTa-
TEJbHBIX IBIKeHUI. OIHAKO Y MALIMEHTOB C HApYIIICHUEM
neprdepruecKoii THHepBaLuHU (C mepuepruIecKoil Heipo-
raTueit) GUKCUPYIOT CHIKEHUE YyBCTBUTEILHOCTH POTO-
BMIIBI M1 aKTUBHOCTU MOPTaHMS, YTO YMEHBIIAET 00beM
U CKOPOCTh 3KCKPEIUU JIMIIUI0B, ITPUBOIS K 3aKyIIOpKe
JKEJIE3MCTOro MPOTOKA 1 B AaJbHEUIIeM K TUCGhYHKIIMU
MelidomueBbIX xkese3 [13]. JaHHbIi MeXaHU3M YMEHbBILICHUST
00BeMa,/KOJIMIECTBA SKCKPETUPYEMBIX JTUITUIOB B CIIE3HYIO
IJICHKY, BEpOSITHEE BCETO, CyIIecTBYeT y marueHToB ¢ C2KT.
[MonaTBepXaeHUEM 3TOM TMITOTE3bl CIIyKaT MOJyYeHHbIC
HaMU paHee JaHHBIE 110 YITyJIIIeHUIO THACKOITMYECKOM Kap-
TUHBI Y 3TOM KaTerOpUM MallMeHTOB MOC/Ie KOMITJIEKCHOTO
JIeYeHMsI, HalIpaBJICHHOT'O Ha YJIy4dllleHUEe HEPBHOM IIPOBO-
quMocTH. Tepalivsi oKa3bIBajia MOJIOXUTEBHOE BIUSHUE
Ha MUTaTeJIbHYIO (DYHKIINIO BeK [14].

B ominyue oT JaHHBIX pyTMHHOTO 00c/enoBaHus (ITpo-
0a HopHa), roe mokaszaTean COCTOSIHUSI CTaOUJIbHOCTU
CJIE3HOM TIJIEHKM Yy MAllMeHTOB TPYIIbl 1 IpakTUIecKu
COOTBETCTBOBAJIM IMOKA3aTeIsIM 00CIeIOBAaHHBIX TPYIIITHI
KOHTPOJISI, IPUMEHEHUE METOIa TUACKOIIMH J1aJI0 BO3ZMOX -
HOCTb BBbISIBUTh 3HAUMMbIe U3MEHEHMS JIMITUIHOTO CJI0SI
CJIC3HOM TUIEHKH Y HEKOTOPBIX MallMeHTOB rpyisl 1. ITo-
JIly9eHHbIC JTaHHbIE CBUIETEILCTBOBAIM O 00JIee BEIpaXKeH-
HOM M3MEHEHUU TOIIIMHBI U COCTaBa JIUITUIHOM COCTaB-
JISIOIIe CJAe3HOW IUIeHKM B rpymme 1.1 B oTiauume
OT NoArpyel 1.2 u rpymnisl 2. Bo3aMoxXHO, 3T0 00yCI0B-
JIEHO HETIOJHBIM CMBIKAaHUEM BEK, BIMSIIOIIMM Ha KOJIM-
YeCTBEHHBINM IT0Ka3aTelb W paclpeleieHrue JUIUI0B
10 TJIa3HOM MOBepXHOCTU. TakuM 00pa3oM, pe3ybTaThl
MPOBEICHHOTO MHCTPYMEHTAIBHOIO MCCIICAOBAaHNS B KOM-
IJIEKCe ¢ JaHHBIMM aHaMHe3a 1 MOP(MO(GYHKIIMOHAIBHO-
ro o0caea0BaHNS MO3BOJIMUIN YCTaHOBUTD auarHo3 CXKI
y 5 malueHToB.

BbiBOAbI

Juarnoctruka CXKI' TpeOyeT KOMIUIEKCHOIO MOAX0Aa
K 00C/IeIoBaHMIO MaleHToB. OH T0JDKEH BKITIOYaTh HE TOJTb-
KO TILATeJIbHBIN cOOp Xkajo0, aHaMHe3a, ONPeIeICHHE 0C-
MOJISIPHOCTH CJIE3HOM XKUAKOCTH, OOBEKTUBHBII 0(pTaIbMO-
JIOTUYECKHUI OCMOTP, a TaKXKe 00s13aTe/IbHOE MPOBEICHUE
Tackonuu 1 nasepHoit KMP ¢ pacueTom mapamerpos, xa-
pakrepusytonux cocrosinie HBP. Onienka cyoanurenuanb-
HBIX U cy00azanbHbiX HBP, naMeHeHus MX MI0THOCTH, TOM-
LIIWHBI, XO[a, U3BUTOCTU BaxKHa 1 HanboJiee MH(pOpMaTBHA
JUTS TIoMCKa cyocTpara HeBponaTudeckoit 6omu mpu CXKIT.
Cnenyaau3upoBaHHbIE MHCTPYMEHTAJIbHBIE METOIbI MTPa-
10T KJTI0YEBYIO poJib B iuarHoctrike CXKI' 1 Mo3BoJIsIIOT Ha-
3HAYMUTh 00OCHOBAHHOE JIYCHNE.

Heobxonmmo oTMeTUTb, 4TO AeaTh BBIBOM, O CIIeL(UY-
HOCTH BbISIBIIEHHBIX UI3MEHEHUHA 110 JaHHBIM TUACKOIIMH U JIa-
3epHoit ckaHupytolleit KMP B muarnoctrke C2KI moka ripe-
KIEBPEMEHHO M3-3a HEOOJIBIIION BEIOOPKY MALIMEHTOB.
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IporpammHoe o6ecneueHue gNns aHanus3a
ABUXXEeHUW 3aXBaTa U NepeHO0Ca PYKOu:
BO3MOXHOCTU NPUMEHEeHUA B KOTHUTUBHbIX
U Henpo(PU3INONOrmnYeCKnxX nccnesoBaHmnaAx

A.O. Bazpmun!, M.P. Yananosa?, M.C. Moposos?, C.A. Akcenos?, M. ®eyppal

[ lenmp HeiiposkonoMUKY U KOSHUMUBHbIX uccredoéanuii, Mucmumym koenumusnoix Heiiponayk OTAOY BO «Hauyuonanvhblii
uccaedogamenvckuil yHueepcumem «Boicwas wikona sxkonomuxu»; Poccus, 101000 Mockea, ya. Macuuykas, 20;

2Jlenapmamenm npuxaadnoii mamemamuxu Mockoeckoeo uncmunyma anekmponuxu u mamemamuru um. A.H. Tuxornoea ®ILAOY BO
«Hayuonanvhuiii uccaedosamensckuil ynugepcumem «Boicuas wikona skonomuru»; Poccus, 123458 Mockea, Tarauuckas ya., 34

KoHnTakTtbl: Anekcangp Onerosuy BasbmuH aovyazmin@hse.ru

Llenb nccnepoBaHua — npefcrTaBuTh NporpaMmHoe obecnevenue Kinematic 4, npegHasHauyeHHoe Ans aBTOMAaTU3NUpO-
BAaHHOTO aHaNW3a KMHEMaTUYeCKUX XapaKTepuUCTUK AeiCTBUI 3axBaTa U NepeHoca 0ObEKTOB PYKOi Ha OCHOBE JaHHbIX,
MOJTy4eHHBIX C MOMOLLbI0 CUCTEM 3aXBaTa ABUKEHUS.

Marepuans! u meTopbl. NlporpamMma paspaboTaHa Ha A3blke Python 1 peanusyet anropuTMbl aBTOMaTUYECKOTO ONpese-
NEHUA KIYeBbIX BPEMEHHBIX TOYEK ABUraTeNbHOro akTa. MicxofHas anroputMuyeckan cTpyktypa 6bina anpobuposaHa
paHee B cpefie MATLAB 1 aganTupoBaHa B Buae KpoccnnatthOpMeHHOro HaCcTONbHOMO NPUNOXKEHUA C FpadUYeCcKUM UH-
Tepdeiicom. Kinematic 4 no3onser aHanM3MpoBaTb KOOPAMHATHbLIE LAHHbIE, NOJyYEHHbIE OT TPEKEPOB, Pa3MeLeHHbIX
Ha nanblax, 3anacTbe, 06bEKTE U CNeuuanu3MpoBaHHbIX 0YKaxX C NOABUIKHONM cTBOPKOI. Mporpamma onpepenser
6 BpPEMEHHbIX MAPKEPOB, COOTBETCTBYIOWMX 3Tanam BbINONHEHWA [eCTBUA: HAYaN0o IKCNEPUMEHTA, HAaYano ABUXKEHUSA
KMCTW, HAYano packpbITUA NanblLies, MaKCUManbHYIO anepTypy 3axBara, Havyano nofbemMa 0ObeKTa U €ro onycKaHue.
PesynbTatbl. CpaBHUTENbHbIN aHanu3 pe3ynsTaTtos, NONYYEHHBIX C NoMolblo Kinematic 4 u paHee pa3paboTaHHOro
MATLAB-ckpunTa, nokasan nonHoe cootsetcTBue. [lporpamma ycnewHo npouwia BepumrKaLnio Ha IKCNepUMEHTaNbHbIX
[aHHbIX ¥ NPOJEMOHCTPMPOBANa CTabunbHyto paboTy. bnarogaps MHTYMTUBHO NOHATHOMY UHTEPdEliCY U aBTOMATM3aLUK
pacyeToB Kinematic 4 obecneunBaeT BOCNPOU3BOAUMBIi U YAO0OHbI MHCTPYMEHT ANA HAYUYHBIX U KTUHUYECKUX UCCNef0-
BaHUM.

BbiBoAbI. [porpammHoe obecneyeHne MOXeT ObiTb 3QHEKTUBHO UCMOAb30BAHO ANA OLEHKU IBUNKEHUI PYKN B Hellpo-
HAYYHbIX M KIMHUYECKUX 3afjayax, BK/OYAA AMArHOCTUKY MOTOPHbIX HAPYLWEHWI U MOHUTOPUHT BOCCTAHOBUTENbHBIX
npoLeccoB. B nepcnekTuBe BO3MOXHbLI UHTErPALMsA C APYTUMU BUODUINYECKUMI CUTHANAMU U BHELPEHUE 3NEMEHTOB
VHTENNEeKTYaNbHOro aHann3a AaHHbIX.

KnioueBble cnoBa: KuHeMaTUyeCKWii aHanu3, cMCTeMa 3axBaTa BUXKEHUS, MOTOPHOE NiaHMpoBaHue, peabunutauus,
HelipogmarHocTuka, Python

Ina uutuposaHus: Basbmuu A.0., Yananosa M.P., Mopo3os M.C. u ap. MporpaMmmHoe obecneyeHue ans aHanmsa asu-
)KEHUI 3axBaTa W NepeHoca pyKoii: BO3MOXHOCTU NPUMEHEHUS B KOTHUTUBHBIX M HENPOPU3N00rMYECKUX NCCIEeA0BAHMSX.
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Aim. To present Kinematic 4, a software tool designed for automated analysis of reach-to-grasp and object transport
movements using data obtained from motion capture systems.

Materials and methods. The software was developed in Python and implements algorithms for automatic detection
of key temporal events in motor actions. Initially validated in MATLAB, the algorithmic framework was adapted into
a cross-platform desktop application with a graphical user interface. Kinematic 4 processes coordinate data from markers
placed on the thumb, index finger, wrist, object, and specialized glasses with a movable shutter. The program identifies
six critical time points: experiment onset, hand lifting, finger opening, maximum grasp aperture, object lifting,
and object placement.

Results. Comparison between results obtained using Kinematic 4 and those generated by the original MATLAB script
demonstrated full consistency. The software was successfully validated on experimental datasets and showed high
stability. Its user-friendly interface and automated workflow make it a reliable and reproducible tool for both research
and clinical applications.

Conclusion. Kinematic 4 can be effectively used for assessing upper-limb movements in neuroscience and clinical
contexts, including the diagnosis of motor impairments and monitoring of recovery dynamics. Future development may
include integration with other biosignals and machine learning modules for predictive analytics.

Keywords: kinematic analysis, motion capture, motor planning, rehabilitation, neurodiagnostics, Python

For citation: Vyazmin A.Q., Chapanova M.R., Morozov M.S. et al. Software for the analysis of reach-to-grasp and transport
movements: applications in cognitive and neurophysiological research. Nervno-myshechnye bolezni = Neuromuscular
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BBepeHue

ToyHble U CKOOPAMHUPOBAHHbBIC TBUKEHUS PYKH,
BKJIIOYAsl 3aXBaT U IepeMellleHrue 00beKTOB, SIBJISIIOTCS
KJTIOUEBBIMU JJIS TTIOBCEIHEBHOM aKTUBHOCTU YeJIOBEKa
U JiexkaT B OCHOBE €ro B3aMMOIECHCTBUSI C OKpPYXKarollen
cpenoii [1]. KuHematuka xBaTaTeIbHbIX ABMKEHUI Ha TTPO-
TSDKEHUU JECATUIETUI OCTaeTCsl MPeAMETOM IIPUCTATbHO-
ro BHMMaHMs HccieaoBaresieil B 00JacTu HeillpoHayK,
MOTOPHOTO KOHTPOJIsI 1 OMoMexaHukH |2, 3]. Hapyiuenus
MOJOOHBIX NIBUXKEHUI YacTO HabI0Jal0TCs TIPU ITopaxe-
HUSX LEHTPaIbHON U nepudepudecKoil HepBHOM CUCTEMBI,
BKJIIOYAsl MHCYJIBT, 0071e3Hb [lapkrHCOHA U Opyrue He-
BpOJIOTHUYECKHE 3a00JieBaHUd [4—6].

s o0beKTUBHON OLIEHKHU CTEIeHM MOTOPHOTIO Je-
duimTa, TMHAMUKU BOCCTAaHOBIEHUS 1 3 GEKTUBHOCTU
peadWIMTALIMOHHBIX BMEIIATeILCTB HEOOXOAUMBI UHCTPY-
MEHTHI, TTO3BOJISIONINE TeTATM3UPOBAHHO aHAIM3UPOBATh
CTPYKTYpY ABMXKeHUI. OMHUM 13 Hanbosiee MHDOpMaTUB-
HBIX METOIOB SIBJISETCS TPEXMEPHBIN KMHEMaTUYECKUIA
aHaJIU3, OCHOBAHHBIM Ha perucTpaluuy KOOpAuHAT IBU-
XYIIMXCS CETMEHTOB TeJla C BBICOKOU BpeMeHHOI 1 Mpo-
CTPaHCTBEHHOI pa3pelaroiieil CIoCOOHOCTBIO C UCTIONb-
30BaHMEM CHCTeM 3axBaTa IBMXeHUs [7—9]. OmHako
BHEJPEHUIO 3TOTO IMOAX0Aa B PYTUHHYIO KJIMHUYECKYIO
U MCCIIeTOBATEIbCKYIO MTPAKTUKY MPETSITCTBYIOT TPYI0EM-
KOCTb 00pabOTKU, HEOOXOAUMOCTh PYYHOM pa3MeTKH (a3
JNBUXEHMS U OTpaHUYEHHAs! JOCTYITHOCTb MPOrpaMMHBIX
pelIeHM, CIOCOOHBIX 00€CTIeYrTh ABTOMATU3MPOBAHHbI
aHaJIU3 TaHHbIX.

B GonblMHCTBE paboT, MOCBAIIEHHBIX U3YUYEHUIO IBU-
XEeHUI 3axBaTa PyKOil, BHUMaHUE COCPeIOTauyrBaeTCs
MPEerMMYLIECTBEHHO Ha (ha3e MpUOIMKEHUSI PYKU K 00b-
eKTy 1 HeMOCPeICTBEHHO Ha akTe 3axBara [2, 10]. OnHako
B ITOcJIeTHee BpeMs HaOJIIoJaeTCsl POCT YKCIIa UCCIIenoBa-

HUIA, B KOTOPBIX aHAJIM3 OXBAaThIBAeT Takke (pa3y nmepeHoca
3aXBaYCHHOT'0 00BEKTa. DTO pacIIMPeHKE MTO3BOJISET MOJTy-
YUTh O0JIee MOTHOE MPEACTaBICHNE O KOOPAVMHAIIUN 1 Op-
raHM3allMy BCEro ABUTATeJIbHOTO akTa. McciemoBaHue
MOJTHOM MOCJIeI0BaTEeIbHOCTA XBaTaHUs PYKOW — OT Ha-
YaJia ABVOKEHMS M0 (DMHAJLHOTO pa3MeIleHs] 00beKTa —
COo31aeT YCJIOBUS VTSI OLICHKU KaK TUCTAIbHBIX, TaK M IPOK-
CUMaJTbHBIX KOMITOHEHTOB MOTOPHKMU, a TAKXKe 00JIee TOUHO
OTpaXkaeT OCOOCHHOCTH CEHCOMOTOPHOM WMHTErparuu
B IPUOJIMIKEHHBIX K PeaIbHOM KM3HU CLIEHAPUSIX.

Tak, B padote T. Sziburis 1 coaBT. IIpeICTaBIeH KaTajlor
TPEXMEPHBIX TPACKTOPHiA IIepeHOCa OO BEKTOB, OCHOBAHHBII
Ha JBVDKEHUSX 3M0POBBIX YUACTHUKOB, YTO MO3BOJISIET CU-
CTeMaTUYECKM aHaJIM3MPOBaTh MPOCTPAHCTBEHHBIC XapaK-
TEPUCTUKM TPAHCITOPTHOM (ha3bl U MX 3aBUCUMOCTD OT Ha-
MpaBjieHus U ey apekeHus [11]. B apyromM uccnemoBaHum
IT0OKa3aHo, YTO Takue (haKTophl, Kak Macca 00beKTa U J0-
MUHMpYIOIIask pyKa, BJIMSIIOT He TOJIBKO Ha IapaMeTphl 3a-
XBaTa, HO M Ha TIOCJIeAyIollee IiepeMelieHre mpeamMeTa (Oy-
TBUIOYEK C BOJOM pa3JIMYHOU Macchl), UYTO OBLIO
MPOJEMOHCTPUPOBAHO Ha BHIOOpKE HeTeil B BO3pacTe
8—11 ner [12]. BTu pe3ynsraThl NOTYEPKUBAIOT (PYHKIIUO-
HaJIbHYIO B3aMMOCBSI3b MeXTy (hazaMu 3axBaTa 1 IepeHoca,
a TaKke HeOOXOIMMOCTh YYMTHIBATH BHEIITHUE YCIOBUS 3a-
Jlauy MPY MTHTEPIPETALIM MOTOPHBIX ITATTEPHOB.

VY naiueHToB ¢ HEBPOJOTMYECKUMU HapylIeHUSIMU
(haza mepeHOCa MOXET OBITh AaxKe OoJiee YyBCTBUTENBHOM
K TIaTOJIOTMYECKUM U3MEHEHMSIM, YeM akT 3axBaTa. B yact-
HocTH, ucciiegoBanue H. Choi 1 coaBT. ¢ yyacTueM nauu-
€HTOB, TIEPEHECIIMX MHCYJIBT, BHISIBUIIO BhIPAXKEHHBIC Ha-
pYIIEHUsS] Ha 3Tarie TPaHCIIOPTUPOBKU: 3HAYMTEIbHOE
YBEJIMYCHUE BPEMEHHU BBITTOTHEHUS TBMKEHMST, KOMITEH-
CaTOPHbIE CTpATEeTMU TYJIOBMIIIA U TUIEYEBOTIO ITosica, a TaK-
e CHMXKEHUE TJIAaBHOCTU U TOYHOCTHM TpaekTopuu [13].
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CxoaHble BLIBOABI ObLIU MOMYy4YeHBI U B padote M.A. Murphy
1 COABT., [JIe C TIOMOIIIBIO KNHEMAaTHIEeCKOIo aHa/I3a N3y4va-
JIach 3a7iada «B3SIThb CTaKaH, CAeJaTh IIOTOK M ITOCTaBUTh
0o0paTHO» y MalLlIMEHTOB Mocje UHCyabTa. Hanbonee yyB-
CTBUTEILHBIMU METPHUKAMHU, Pa3INJalOIMMHU MTallUeHTOB
C JIETKUMU U YMEPEHHBIMU IBUTATSIbBHBIMU HAPYIIEHMS -
MM, OKa3aJIMCh MapaMeTphl, onuchiBalomue (a3sy rmepe-
HOCca, TaKKMe Kak oOllee BpeMsl IBMKEHUSI, KOJTUIECTBO
€IVHMUII IBKEHUS M [TMKOBAs YIJI0Basi CKOPOCTh B JIOKTE-
BOM CycTaBe. ABTOPBI ITOMYEPKUBAIOT, YTO MIMEHHO aHAJIN3
TTOJIHOM TTOCJIEIOBAaTeIbHOCTH ICHCTBYSI, BKITIOUast TpaHC-
MOPTHYIO (ha3y, MO3BOJISIET OObEKTUBHO OXapaKTepU30BaTh
KavyecTBO ABUTATEIbHON (PYHKIIMY U BBIIEIUTh KIIMHUYE-
CKM 3HaYMMBbIe oTInuus [14].

COBOKYITHOCTb 3TUX JaHHBIX IIOAYEPKHBAET, YTO aHA-
JIU3 TIepeHoca 00BEKTA SIBJISETCS HEOThEMIIEMBIM KOMITO-
HEHTOM MCCJICIOBAaHMS JABUTATEIbHONW aKTUBHOCTH, 00-
JIaIAIOIIMM BBICOKOM TMAarHOCTUYECKOM 3HAYMMOCThI0. Ero
BKJIIOYECHUE B OLICHOYHBIC ITPOTOKOJIBI ITO3BOJISIET O0JIce
[JIyOOKO MOHSTh 0COOEHHOCTH MOTOPHOTO IIAHUPOBAHUSI,
KOHTPOJISI U alanTalliy Kak B HOpMe, TaK 1 IMPY pa3IUYHbIX
(hopMax HEBPOJIOIMYECKOM TTATOJIOTUH.

B Hacrosiieit pabote mpeacTaBieH MpOorpaMMHBIIA
koMiuiekc Kinematic 4, pazpaboTaHHBbIl Ha s13bIKe Python
U TIpeIHa3HauYeHHbIi 7151 aBTOMAaTU3MPOBaHHOIO aHaJIM3a
KMHEMAaTUYeCKUX JaHHBIX, ITOJIyYaeMbIX C MCIIOIb30BaHM-
€M CHCTeM 3axBaTa ABMXKeHus. [IporpaMma oprMeHTUPO-
BaHa Ha 3a7a4yu, BKJII0YalollKe 3aXBaT 00beKTa 2 Majiblia-
MU (yKazaTeJbHbIM U OOJIBIINM) C TTOCIEAYIOLIUM €ro
MepeMelleHIEeM 1 pa3MeIlleHUEeM B 3aIaHHOM 30He. AJITO-
putMbl Kinematic 4 obecrieurBaloT aBTOMaTHUYECKOE OIpe-
JIeJIEHUEe KIII0YEBBIX BPEMEHHBIX TOUYEK, OTpaKalollnx
STaITbl BHITOJIHEHYS ACMCTBHSA: MOMEHT Havajia SKCIIepu -
MEeHTa (HalmpuMmep, OTKPBITHE CIIeIMaIbHBIX OYKOB), Ha-
YaJio IBVKEHUS PYKH, HAavajao pacKphITHS IajIbleB, MO-
MEHT MaKCUMAaJbHOTO PAaCCTOSHUS MEXIY OOJIbIIUM
M yKa3aTeJbHbIM IaJibllaMi, MOMEHT Havajla IoabeMa
00BbeKTa, a TAKXKE MOMEHT €ro OITyCKaHUsI M YCTaHOBKU
B IIeJICBOE ITOJIOXKeHYE. BhineneHne mogqoOHbIX BpeMEHHBIX
TOYEK IIMPOKO UCITOIB3YEeTCS B HEUPOHAYYHBIX M KITMHU-
YECKMX MCCIIEIOBaHMSIX IJIST aHAIM3a pa3IMIHbIX (ha3 IBH-
>KEHUS, CBS3aHHBIX C 3aXBaTOM U ITepeMellieHeEM 00bEKTOB
pykoii [2, 3,7, 10, 14].

M3HavansHo Kinematic 4 ObUT co3maH IS aHaJIM3a
JIAHHBIX B 9KCIIEPUMEHTE, HaIlpaBJICHHOM Ha MCCIIe0Ba-
HUE BIMSHUS TTPOCTPAHCTBEHHOM OpMEHTAIIMU OOBeKTa
Ha MOTOpPHOE IIaHupoBaHue [15]. OgHako GyHKIMOHAIb-
HOCTb ITPOrpaMMBbl HE OTPaHUYMBACTCS TaHHBIM IIPOTOKO-
sioM. IIporpaMMHBII KOMILIEKC MOXET ObITh PUMEHEH
B JIFOOOM 3KCIIEPUMEHTE C MCIIOJIb30BAaHUEM CUCTEMBI 3a-
XBaTa JIBVDKCHUSI, IPEAyCMaTPUBAIOIEM IECTBHS 110 3a-
XBaTy M MEePEeHOCY OOBEKTOB, MPU YCIOBUU pa3MeICHUs
MapKepoB Ha MaJbliax, 3aIsICThe U CAMOM OOBEKTE.

OrnpeneseHre KI0YeBbIX BDEMEHHBIX TOYEK B CTPYK-
Type IBUTATEIBHOTO ACHCTBUS MO3BOJISIET PA3ACIUTh €T0
Ha ¢a3bl, pa3iMyalonrecs Mo CTEIIeH!U BOBJICUEHHOCTH

LIEHTPAJIbHBIX U TIepUdEepUICCKUX MEXaHM3MOB YITpaBJie-
Hus aBrmkeHueM. HavanbHas dasa, cBsI3aHHas1 ¢ MHUIIY-
alMeil WM MOATOTOBKOM ABVKEHUS, IPEUMYIIECTBEHHO
OTpakaeT KOTHUTHBHBIC 1 IIPEMOTOPHBIE TTPOLIECCHI, OTIOC-
pedoBaHHbBIE LIEHTPAJIBLHON HEPBHOM crucTeMoii [3, 16].
Hamnpotus, ¢paza BbIOJHEHUS — T. €. TIepeMelleHe 00beK-
Ta B MPOCTPAHCTBE — 3aBUCUT OT COINIACOBAHHOI pabOThI
Kak IEHTPaJIbHbBIX, TaK U MeprudepruIecKuX KOMIIOHEHTOB:
JBUTATEJILHBIX IyTel, meprudepruIecKux HEPBOB M CEHCOP-
HoIt oOpaTHoi1 cBs3u [17, 18].

Takum 06pa3oM, O3TAITHbII aHAIU3 IBMXKEHUS C TOY-
HOI BpeMeHHOI MapKMPOBKOI TTO3BOJISIET HE TOJIBKO pe-
KOHCTPYHMPOBATh €r0 CTPYKTYPHYIO OpraHU3aIMIo, HO ¥ TUd-
(epeHIIUpOBaTh BKJIAJ Pa3IMYHBIX OTAEJIOB HEPBHOM
CUCTEMBbI Ha KaXKJIOM 3Tarle BBITOJHEHMS. DTO IIPEACTABIS-
€T 0CO0YyI0 LIEHHOCTb IJIs1 KJIMHMYECKON AUAarHOCTUKU
M OLIEHKY HEBPOJIOTMYECKUX HAPYIIEHUI, ITOCKOJIBKY JaeT
BO3MOXHOCTb BBISIBJISITh JIOKaJIbHBIE WJIM CUCTEMHBIE D1~
LIMTHI MOTOPHOTO KOHTPOJISA. B 3TOM OTHOIIIEHNY TTpOrpam-
ma Kinematic 4, obecrieunBatoliiias aBTOMaTU4eCKOE OIpe-
JeJIEHUE KITIOYEBBIX BpEMEHHBIX TOUEK ABUXKCHUS, MOXKET
OBITh 2(P(HEKTUBHO UCMOJb30BaHa KaK B (PyHAAMEHTab-
HBIX HEPOHAYYHBIX UCCIICIOBAHUAX, TaK U B KIIMHUYECKOI
MPAaKTUKE — JJISI OOBbEKTUBHOI OLIEHKM, MOHMTOPUHTIA
JUHAMUKU BOCCTAHOBJICHUS M YTOYHEHUST XapaKTepa MO-
TOPHBIX HApYIICHUI Y MAllMEHTOB C MOpPaXXKeHUEM IIeH-
TPaJIbHOM HEPBHOM CUCTEMBI.

Ieanb uccnenoBaHus — MPeaCTaBUTh MPOrpaMMHOE 00e-
crieueHue Kinematic 4, mpenHazHaueHHOE JIJIST aBTOMATH -
3UPOBAHHOIO aHAJIM3a KMHEMATUYECKUX XapaKTePUCTUK
JEHCTBUI 3aXBaTa U ITepeHOca 0OBbEKTOB PYKOi1 Ha OCHOBE
JAHHBIX, TTOJIyYEHHBIX C TIOMOIIbIO CUCTEM 3axBaTa JIBH-
JKEHMSL.

Martepuanbi u metopbl

AJropuTMHUYecKasi OCHOBa IPOrpaMMHOTI0 obecrieye-
Hus Kinematic 4 6bl1a pazpaboTaHa B XoJe HelipoHay4YHO-
ro Mcciel0oBaHus, TTOCBIIIEHHOTO aHaIU3y JBUXKEHUI
3axBaTa U nepeHoca o0beKTOB pykoii [15]. I[lepBoHauaib-
HO 00paboTKa MaHHBIX OCYIIECTBIISIACH C TTOMOILBIO
MATLAB-ckpunTa, peaausyloiiero aBToMaTuuecKoe Bbl-
JeJeHNe KIIIOUeBBIX BpeMEHHbIX ToueK. Ha cienytoiem
aTare, B COTPYIHUYECTBE ¢ MHXKEHEPHOI KoMaHIoi Mo-
CKOBCKOI'O MHCTUTYTa 3JEKTPOHUKU W MaTeMaTuku Ha-
LIMOHAIBHOT'O MCCJIEI0BATEILCKOro yHUBEpcUTeTa « Bricias
1LIKOJIa 9KOHOMUKM», ObLT CO3aH MOJHOGYHKIIMOHATbHBI
MpOrpaMMHBIN TIPOAYKT Ha si3bike Python ¢ rpadudeckum
nHTepheiicoM, MOAAEPKKOM BU3yaIU3alIMU, KCIIOPTa U aB-
TOMaTUYeCKOI 00pabOTKM KOOPAMHATHBIX JaHHBIX (pucC. 1).
ITpu 3TOM OBLTA COXpaHEeHa MaTeMaTUYeCKast MIEHTUIHOCTb
aJITOPUTMOB, UYTO 00ECIIEYMIIO BOCIIPOM3BOAUMOCTD pe-
3yJIbTaTOB.

IIporpammHoe obecrnieueHue Kinematic 4 npeagHa3zHa-
YeHO JUISl aHajii3a SKCIePUMEHTAbHBIX JTaHHBIX, MOJTY-
YEHHBIX IPU BHIMIOJJHEHUU YYACTHUKOM AEUCTBUS, BKIIIO-
Yyallero 3axBaT o0beKTa PYKOMl M ero Mocjaeaylomui
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Kinematic 4 w0

N tExperimen and Lifting | GA Ops
1156 14108 14216

Experiment 18

212

0188

104,068

Pacoromme (u) / Distance {m)

504.084

REIFQA=XE

527784

B Haano skencpusera | Experiment start

W Touom secr/ Wrist lifking

B Nosem ofuexra / Object lifling
Buayamzanis | Visualisation

Puc. 1. Humepgpeiic npoepammnoeo obecneuenus Kinematic 4

Fig. 1. Kinematic 4 software interface

nepeHoc. [l ucronbp30BaHKs IIPOrpaMMbl HEOOXOIMMO
MPEeIBAaPUTEIBHO IIPOBECTH 3aMUCh IBKCHUST C TIOMOIIIBIO
ONTUYECKOI CUCTEMBI 3aXBaTa IBIKeHUS. JlOTIOTHUTEb-
HO B BKCIEPUMEHTE ITPUMEHSIOTCS CIIEHMAIbHBIC OYKH
¢ MOJHMMalOIIIeics (POHTATBHOUN CTBOPKOI, KOTOPHIE
MO3BOJISTIOT TOYHO OINPEACIUTh MOMEHT, KOTa UCITBITYe-
MBIif HAYMHAeT BU3YaJIbHO BOCIIpMHMUMATh 3amady. KoH-
CTPYKIIMS YW IPUHLMIIBI PAa0OThl 3TUX OYKOB MOIPOOHO
OIMMCaHbl B Halllel mpeablayieii myoaukamuu [15].

ITporpammHoe obecrnieueHre Kinematic 4 oopadarbiBa-
€T KOOPIMHATHYIO MH(MOPMALINIO, TIOITyYEHHYIO OT 7 TpeKe-
POB, pa3MEIIEHHBIX B CJICIYIOIINX AHATOMUYECKMX U (hyHK-
LIMOHAJIbHBIX TOUKAX:

* IICHTP HOI'TEBOM IJIACTUHBI OOJIBIIOTO MaJlblia IpaBoit
pyku (tpekep Thumb);

* IICHTP HOITEBOI IIACTUMHBI yKa3aTeJIbHOTO Iajblla
npaBoii pyku (Tpekep Index);

* IMWIOBUAHBIA OTPOCTOK JIy4eBON KOCTH (Tpekep

Inside);

* IIWJIOBUIHBIA OTPOCTOK JIOKTEBOM KOCTH (TpeKep

Outside);

* IIOBEPXHOCTb aHAJIM3UPYEeMOTro O00BeKTa (Tpekep

Object);

* IyXKa CIielMalbHbIX 04KOB (Tpekep Frame);
* TIomHMMarouascs GpoHTaIbHas YaCTh OYKOB (TPEKep

Glasses).

Kaxnplii u3 TpekepoB J0KeH ObITh YETKO paclio3HaH
CHCTEeMOM 3aXBara JABVKEHUSI, TOCKOJIBKY ITporpaMma pac-
CUMTBIBACT ABMXKCHUE U BpEMEHHBIC COOBITHS Ha OCHOBE
KOOPJIMHATHBIX TAHHBIX BCEX YKa3aHHBIX TOUEK.

IIporpaMmMa BKITIOYAET 5 OCHOBHBIX (DYHKIIMOHATBHBIX
0JIOKOB:

1. IMnopt KoOpAMHATHBIX JAHHBIX, MOJYYEHHBIX C CH-
cTeM 3axBaTa aBMKeHusA. [IporpammHoe obecrieueHUe

502.5 505.0

I Maxc. sncprypa sxsara | Max grasping spernare

507.5 510.0 512.%
Bipess {c)  Time (5}

515.0 517.5

I Crowparie ganon / Gilasses opening
W Ascprypa savmans / Grasping aperture

B Ouyceasnie ofuexra / Object descent

B Passusaxasiie masnes ! Fingers opening
1B Noacwcsnme wwern | Wrist pasition

I Noctomenne cfnesra / Objet position
Tipssesnrs durerpe / Apply filters

Kinematic 4 ocyiiecTBisieT UMIOPT AAHHBIX U3 (hailaoB,
COXpaHEHHBIX B (popMare .mat, 6e3 HEOOXOMUMOCTH HC-
nosb3oBaHus cpeabl MATLAB. 3arpy3ka ocyiecTBiseT-
csl HemocpeacTBeHHO U3 umHTep@deiica Kinematic 4.
st KOppeKTHOI paboThI MporpaMMBI CTPYKTypa chaiiia
JIOJKHA COOTBETCTBOBAThH OMpPEIeICHHBIM TPeOOBAaHUSIM.
B vacTHOCTM, (aiin moMKEeH comepXaTh IepeMeHHBIE
C JaHHBIMU, TIOJYYEHHBIMU OT KaXI0ro Tpekepa: Frame,
Glasses, Index, Thumb, Inside, Outside, Object. Kaxnast
MepeMeHHas MPEeCTABIISIET CO00I TAOJIUILY, BKITFOUYAIOIIYIO
5 cton6uoB. [1epBolii cTONOCL] OTpaXkaeT HOMEp Kazapa, 3a-
PETMCTPUPOBAHHOTO CHCTEMOM 3aXBaTa IBIKeHYsI. Bropoii
CTOJIOCI COMEPKUT MH(MOPMALIHIO O BpEMEHHOM METKe CO-
OTBETCTBYIOIIEro Kaapa (rmpu yactote 3amucu 250 Ii 3Ha-
YeHMEe pacCUMThIBAeTCS KakK JeeHue HoMepa Kaapa Ha 250).
TpeTuii, 4eTBEPTHIiA 1 IISITHIA CTOJIOLIBI COOTBETCTBYIOT KO-
opavHaTaM (X, ¥, Z) KOHKPETHOro Tpekepa. Hammame Bcex
YKa3aHHBIX IEPEMEHHBIX 1 MX CTAHAAPTU3UPOBAHHAST CTPYK-
Typa SIBIITIOTCST 00s13aTeIbHBIM YCIIOBUEM JIJISI aBTOMATU3U -
poBaHHOI1 00paboTKu AJaHHBIX B Kinematic 4.

2. Hacrpoiika napamMeTpoB pacyeTa BpeMeHHbIX TOYEK.
B cocTtaBe ¢yHKIMOHANBHOIO 0JI0Ka MapaMeTpoOB Ipo-
rpammbl Kinematic 4 mpeaycMoTpeHa BO3MOXHOCTh Ha-
CTpanBaTh BEJIMYMHBI, TIO3BOJISIONINE aAallTUPOBATh aJIro-
PUTMBI aBTOMATUYECKOTO aHa/IM3a IO XapaKTePUCTUKK
3KCIEPUMEHTATBHBIX JAHHBIX U L€V UCCIIeIOBaHMS (pUC. 2).
OnuH U3 KIIOYEBBIX ITapaMETPOB, «PaCCTOSTHUE MEXITY
MUKaMU», PEryJIMpyeT MUHUMAIbHBIM MHTEPBAT MEXIY
MOCJIeI0BaTEIbHO OIpeae/sieMbIM MOMEHTaMM Havaja
3KCITEPUMEHTAIbHBIX MOMBITOK. DTOT MapaMeTp UCIOJIb-
3yeTCs IS MCKITIOYEHUSI JIOKHBIX cpabaTbIBaHUM, BO3-
HUKAIOIIMX BCJIEACTBUE IIIYMOB MJIM KOJIeOaHUI CUTHAA,
0COOEHHO MPU aHAJIM3e JIMTEJIbHBIX UM HECTaOMIbHbIX
3anuceil. YBeImueHue 3HaYCHUST MO3BOJISIET CTPOXKE (Db~
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Kinematic 4 vio

Paccroanue ME)K}J,{ nukamu: 410
Distance between peaks

Moporosoe 3Ha4eHne cKopocTh NoaHATHA pyki: 0.005
Threshold value of wrist lifting velocity

Moporosoe 3HaueHWe OTKPbITUA Nanbua: 1.2
Threshold value of fingers opening

MNoporosoe 3Ha4eHe cKOPOCTH NoAbemMa npeameta: 0.01
Threshold value of object lifting velocity

MNoporosoe 3Ha4YeHWe CKOPOCTH onyckaHka npeamera: 0.005
Threshold value of object descent velocity

MakcumansHoe 3HadeHme Frame-Glasses: 0.07
Maximal value of Frame-Glasses

MuHMManeHoe 3HaveHue Frame-Gl 0.051

Minimal value of Frame-Glasses

QB6HoBMTE OTUeT / Update report

BepHyTb 3HaYyeHWa NO YMONYEHUIO / Reset to default

Puc. 2. Hacmpoiika napamempogé pacuema 8pemeHHbIX Mo4eK 6 NPpopamm-
Hom obecneyeruu Kinematic 4

Fig. 2. Setting up parameters for calculating time points in the Kinematic 4
software

TpOBaTh BpeMEHHbIE TOUKM, UTHOPUPYS OJIM3KO pacIiono-
KEHHBIE K TIPEAbIAYIIEeMY COObITUIO KAHAUIATHI, YTO CHU-
XKaeT BEpPOSATHOCTb OLIMOOYHOMN AeTeKuuu. HampoTus,
YMEHbIIIEHUE UHTEpBaa JeJlaeT aJlfrOPUTM 0oJiee UyBCTBU-
TEJIbHBIM K MOBTOPSIIOLIUMCSI MOIBITKAM, UTO aKTyaJlbHO
MpU aHaIM3e KOPOTKUX WUJIN YaCTO MOBTOPSIOIINUXCS AeH-
CTBUIA.

Crenylolluii mapameTp, «IIOpPOroBoe 3HaYeHUe CKO-
pOCTU TMoabeMa KUCTU», OINpeaesieT YyBCTBUTEAbHOCTD
aJiropuTMa K BEPTUKAJIbHOMY YCKOPEHUIO 3amscThsi. OH
CIIyXKUT KpUTEpUeM IJIs1 DUKCcallui MOMEHTA HavyaJla 1B -
XKeHUsI pyKu. bojiee BhIcOKMe 3HAYeHUs TapamMeTpa Mo-
3BOJISIIOT PETUCTPUPOBATH TOJBKO PE3KME U BhIpaKeHHBIE
JBVXKEHUS, YTO TIPEANIOUTUTEIbHO MPY paboTe C YETKUMU
MOTOPHBIMU aKTaMHU Y 3IOPOBBIX YYaCTHUKOB. B To ke
BpeMsl CHUXKEHHE MOopora IMo3BoJISIET YYUTHIBATh Ca0ble
WY 3aMeIJIEHHBIE TOABbEMbI KUCTU, XapaKTepHbIE, HATIPU-
Mep, IS TalMEeHTOB C HapyLIeHUSIMU JBUTraTelbHOM
¢yHkuuu. OgHako ype3MepHOe MOHUXKEHUE 3TOro IMo-
pora MoOXeT IIPUBECTU K JIOKHBIM cpadaTbIBaHUSIM, 00Y-
CJIOBJIECHHBIM MUKPOABVXXEHUSIMU WU KOJeOaHUSIMU
CUTHaJa.

OrtaenbHOE 3HaUEHUE UMEET ITOPOroBoe 3HaAUeHe pac-
KPBITUS TIAJIbLIEB, KOTOPOE UCITOIb3YeTCs Jisl aBTOMAaTU-
YeCKOro onpeaeaeHUs MOMEHTa Hauajia pa3BeieHUs 001b-
1LIOTO M yKa3aTeIbHOTO MaibleB. DTOT MapaMeTp OTpaxkaeT
YyBCTBUTEIBLHOCTD aJTOPUTMAa K YBEJIMUYEHUIO allepTyphl
1 MOXET OBbITh aJalTUPOBaH IO XapaKTep MOTOPHOTO
noseAcHus. [1pu BBICOKOM TTopore (pUKCUPYIOTCS TOJIBKO
SIBHO BbIpaXK€HHbIE XKEeCThl pACKPBITUSI, YTO BAXKHO MPU UC-
cJiefOBaHUM AVMHAMUYHBIX U YBEPEHHbBIX IBVKeHUl. Ha-
MMPOTUB, MOHWKEHHbIE 3HAYEHUST 00ECIIEYMBAIOT PACIIO3-

HaBaHME MaJIbIX M IUIaBHBIX M3MEHEHMI amepTypHhl,
YTO MOXET OBITh MOJIC3HO IIPU UCCIICTOBAHUM ABUTATE b~
HoIi maTojorun. KoppeKTHbIi BBIOOP 3TOr0O IapamMeTrpa
MO3BOJIIET HAJCXKHO BBIIEISATh HadadbHYIO (ha3y moaro-
TOBKU K 3aXBaTy, COXpaHsIsl P 3TOM YCTOMYMBOCTD ajIro-
puTMa K POHOBBIM KOJIEOaHUSIM.

[TapameTp «ImoporoBoe 3Ha4eHUE CKOPOCTHU ITOAbEMA
00BbEKTa» OMpeiesieT YyBCTBUTEILHOCTD aJITOpUTMa K Ha-
yajy BEpTUKAJIbHOIO MepeMelieHus mpeamera. OH uc-
MOJIb3YeTCS ISl aBTOMaTUYECKOTO BhIACICHNS MOMEHTA,
Korna OoOBeKT, 3aXBaYCHHbIM PYKOI, HAUMHAET MOIBEM.
DTOT MOMEHT PETUCTPUPYETCSl HA OCHOBAHMY TTPEBbIILICHUST
IIOPOrOBOr0 3HAYEHUST CKOPOCTU IO BEPTUKAJIBHOM OCH.
[oBIIIeHME TOPOTOBOTO 3HAYCHUS ITO3BOJISICT YIYUTHIBATh
TOJIBKO JIBVKCHUS C BBIPAXXKCHHBIM YCKOPEHUEM, TEM Ca-
MBIM MCKJIIOYAs CaydailHble KOJeOaHMs WM IIyMOBBIC
apTedakTbl. DTO 0COOEHHO BaXKHO IPU aHAIM3E JTaHHBIX,
coiepXalluX MOCTOPOHHME NBUXKEHMSI PYKU WIM HecTa-
OWJIBHOCTb CUCTEMBI OTC/ICXKMBaHUsA. HanpoTus, cHIKe-
HUE 3HAYCHUs JeJIaeT aJlfOPUTM 0oJjiee YyBCTBUTEIbHBIM
K TUIaBHBIM Y MEJICHHBIM ITOIbeMaM 00bEKTa, YTO MOXET
OBITB ITOJIC3HO MPH PabOTE C OCIA0ICHHBIMU MW 3aMeUICH -
HBIMU ABVDKEHUSIMU, HAIIPUMED Y TTALIMEHTOB C MOTOPHBI-
MM HapyireHussMu. OqHAKO MpU Ype3MEPHO HU3KOM TO-
pore Bo3pacTaeT BEpPOSITHOCTb JIOKHBIX CpabaThIBaHUIA,
00YCJIOBIEHHBIX HE3HAYNTEIbHBIMU KOJIEOaHUSIMU OObEKTa
B ITOKOE.

ITapameTp «ITOpOroBoe 3Ha4eHUE CKOPOCTH OITYCKaAHUST
00BEKTa» UCTIOJIb3YeTCs 1) aBTOMAaTUIECKOTO OIpe/esie-
HUMSI MOMEHTA 3aBepLICHUS TIEPEMEICHUST U OITyCKaHUsI
MpeaMeTa B LieIeBylo 30Hy. DuKcalys TaHHOTO COOBITHS
OCHOBaHa Ha CHIXEHUU BEPTUKAJIBHOI CKOPOCTH JIBUXKE-
HMSI 00BEKTA HIDKE 3aIaHHOT'O TTOpOra, YTO OTpakaeT Iepe-
XOI OT aKTUBHOI'O TPAHCIIOPTHOIO KOMITOHEHTA K €ro 3a-
BEpILICHUIO. YBEJIUYECHHUE IIOPOrOBOr0 3HAYCHMS ITO3BOJISIET
(ukcrpoBaTh MOMEHT OITyCKaHMSI Ha OoJiee paHHEel CTaaumn
3aMEUIEHUSI, YTO MOXKET ObITh YMECTHO MPU aHaIn3¢e Obl-
CTPBIX M Y€TKO CTPYKTYPMPOBAaHHBIX ABMXKEHMI1. B TO ke
BpeMsI UYpe3MEPHO BBICOKOE 3HaUYe€HUE MOXET IPUBECTH
K IPOITYCKY COOBITHSI, 0COOCHHO B CITy4asiX, KOTa OITycKa-
HUE OCyIIeCTBIsIeTCs Tu1aBHO. CHIDKeHUE 3HAYSHUS TTapa-
MeTpa IOBHIIIAET YYBCTBUTEIBHOCTD AJITOPUTMA K 3aMe/-
JICHUI0 00BEKTa, MIO3BOJISISI TOYHO ONPENEIUTD 3aBepIIcHUE
JENCTBUS JaxKe MpY HU3KOM ckopocTy. OTHAKO MPU CJIAILI-
KOM HM3KOM ITOPOTe BO3pacTaeT PUCK PETUCTPALIK apTe-
(haKTHBIX TOUEK, BEI3BAHHBIX MUKPOIBIKCHUSAMU WU (ho-
HOBBIMM KOJeOaHUSIMU OOBEKTa B HEMOIBUXHOM
MOJIOKEHUM.

IMapameTpbl MUHMMAJIbLHOTO U MAaKCUMAaJIbHOIO pac-
crostHus Mexay Tpekepamul Frame u Glasses HCITONIB3YIOT-
¢Sl JUTSI BATMJALIUM OTKPBITUSI OUKOB — KJTIOYEBOTO COOBI-
TUs, 0003HAYalOIIeTO Havyajlo 3KCIEePpMMEHTaJbHOTO
JEeUCTBUS. DTU TPeKephl 3aKPEIISIOTCS Ha MOJBUXKHOM
M HEeTIOJABIIKHOM YacTsIX OYKOB COOTBETCTBEHHO, M pac-
CTOSTHHE MEXIY HUMU U3MEHSETCS TIPU OTKPBITUM CTBOP-
ku. [IporpaMmMHOe obecriedeHre OTCIeKUBACT TUHAMUKY
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3TOr0 PACCTOSIHUS Y PETMCTPUPYET COOBITHE Hayajia dKC-
IePMMEHTA TOJIKO B TOM CJTydae, eCJIi MU3MEHEHHeE TToTaia-
€T B 3a1aHHbIi1 qrana3oH. JlaHHbIe TapaMeTpbl HEOOXOMMMBI
JUTSI KOPPEKTHOM pabOoThI aJIropUTMa IIPY UCIIOJIb30BaHUU
pa3HbIX MOJIEJICi OUKOB, UMEIOIIMX MHBIC KOHCTPYKTUBHBIE
pa3Mepbl. 3HaYeHUS 110 YMOJIYaHUIO TOA00PaHBI I 04~
KOB, IIPUMEHSIBIIIMXCST B UCXOMHOM 3KCIIEPUMEHTAIBHOMN
YCTaHOBKE, 1 IPY UX 3aMEHE PEKOMEH/IYETCSI IIPOM3BOIUTD
MOBTOPHYIO KaluopoBKy. HacTpoiika 3Tux moporoB obe-
CIIEYMBAET YCTOMYMBOCTD aJITOPUTMA K KOJIEOAHUSIM CUT-
HaJla 1 TT03BOJISIET M30eXKaTh JIOXKHOM MeTeKIIMM Hadaia
SKCIEPUMEHTA IPH CITy9aiHbIX IBKEHUSIX WJIK HETTOJTHOM
OTKPBITMH CTBOPKM OYKOB.

3. ABTOMaTHYECKOE OmnpeiesieHre KII0YeBbIX BpeMEHHbIX
cooprmmii. [Tporpamma Kinematic 4 ocyiiecTBisieT aBTo-
MaTUYECKYIO MASHTU(DUKAIINIO 6 KITIOYEBBIX BpEMEHHBIX
TOYEK, OTPAXAIOLINX 3TAbl BBIIIOJHEHUS IBUTAaTEILHOTO
nevictBusi. K HUM OTHOCSITCS:

* Hayajo 3KcrnepruMeHTa ((pUKCUPYETCs IO UBMEHEHUIO

PACCTOSTHUS MEXXIY YaCTSIMU OYKOB);

* HAyvajio IBVDKEHUSI pyKU (MOMEHT OTPbIBa 3aIlSICThs

OT MCXOTHOTO MOJIOXKEHMST);

* HAYajIo PaCKPHITUS NaJIbIICB;

* MOMEHT MaKCHMaJIbHOI allepTyphl 3aXBaTa;
* HayvaJjio MoabeMa OObeKTa;

* MOMEHT OITYCKaHUsI 00BEKTA.

Kaxmoe 13 311X coOBITHIA ONpeesieTcss Ha OCHOBE pac-
YyeTa IMPOM3BOIHBIX ITO CKOPOCTH MJIM U3MEHEHMIO ITPOCTpaH-
CTBEHHBIX ITOKa3aTeIell onpeneieHHbIX TpeKepoB. Mcnomb-

3yeMble aJITOPUTMBbl YYUTHIBAIOT HE TOJIBKO abCOIOTHBIE
3HAYEHMsI KOOPAMHAT, HO ¥ MX IMHAMUKY, a TAKXKe XapaKTep-
Hble 3aKOHOMEPHOCTH JIBUTaTeJILHOTO TaTTepHa. JJaHHbIe
MapKepbl aBTOMAaTUYECKU TTPUBSA3BIBAIOTCS K BPEMEHHOI
LLIKaJIe ¥ COXPAHSIOTCS JUTS ITOCIIEMYIOLLETO aHAIU3A.

4. Buzyaquszamms nanssix. MHTepdeiic mporpaMmbl
Kinematic 4 Bkintoyaet (hyHKIIMOHAJIbHBIN 070K BU3yaTu-
3allMU, B KOTOPOM B BUE IpacMKOB MPeACTaBAECHbI KJIIO-
YeBbIC TTapaMeTPhl, KCII0JIb3yeMBble ISl aBTOMaTUYECKOTO
orpeesieHust BpeMeHHBIX coObITui (puc. 3). Ipapuueckoe
oToOpaXkeHHe peaju30BaHO Ha BPEMEHHOM IIKaje, The
Kaxnast TUHUSI COOTBETCTBYET OIPEeICHHOM MTPOCTpaH-
CTBEHHOM XapaKTEPUCTUKE, IMOJTYyIeHHON Ha OCHOBE KO-
opauHaTt TpekepoB. Ha rpaguke orobpakaroTcs:

* pacCTosTHME MEXIy TpeKepaMu Ha 0YKax (IBMKUMOM
M HEIMOJBMIXKHOM YacTsX), KOTOPOE MCITOIb3YeTCs
JUTSL BBISIBJICHUSI MOMEHTA OTKDPBITUSI OYKOB M, COOT-
BETCTBEHHO, Hayajia 3KCIIEpUMEHTa;

* TPACKTOPUS IBVDKEHUS 3aISICThsI 110 BEPTHUKATbHOM
OCH, TTO3BOJISIONIAs OIPEIeIUTh MOMEHT Havyalla aK-
TUBHOTO ABUXKCHUS PYKH BBEDX;

* rpaduK anepTyphl 3axBaTta (paccTosiHue MexXAy 00J1b-
MM M yKa3aTeJbHBIM IaJbllaMM ), KOTOPBIA ITprUMe-
HeTCS I PUKcallMd MOMEHTAa Havajla paCKpbITUS
MaJblieB MU HaXOXICHUS MaKCUMAaJIbHOTO 3HAYCHUS
arepTypHl;

* BEepTUKaIbHAs TPAEKTOPHS ABMXKEHUS OOBEKTA, UCTIONb-
3YIOIIAsICST JUTSI aBTOMATHYECKOTO BBISIBIIEHMSI MOMEH-
Ta €ro MoabeMa 1 IMOCICAYIONIETO OIYCKaHMSI.
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Fig. 3. Data visualization in Kinematic 4 software
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KinoueBble BpeMeHHBIE TOYKH, OTPEACICHHBIE aJITOPUT-
MOM, OTOOpaxaloTcs Ha rpacrKe ¢ IMOMOIIBIO IIBETHBIX
MapKepoB, 0003HAYAIOIIX COOTBETCTBYIOIIME COOBITHSI.
Taxast BU3yanu3arys o3BoJIsIeT TOJIb30BaTENO OBICTPO OlIe-
HMTb TOYHOCTh U KOPPEKTHOCTh pacro3HaBaHUs (a3 1Bu-
JKEHMSI, a IPY HEOOXOMUMOCTHY — BPYYHYIO CKOPPEKTUPOBATh
HacTpoWKU aHaim3a. MHTepdeiic mpeaycMaTpuBaeT BO3-
MOXXHOCTb MaCIITaOMPOBaHMS, HABUTAIIMH 10 OCU BpEMEHH
U cOXpaHeHUsT U300paxkeHUsI B rpapuyeckoM popmare.

5. OKcnopt pe3yasTaToB B hopmare .xIsx 11 nocaeny-
omero aHammsa. /s ¢popMmupoBaHusl (GUHAIBLHOTO 3KC-
nopTHoro ¢aitta nporpammMa Kinematic 4 TpeGyeT gomnosn-
HMTEJILHOM 3arpy3Ku BCIIOMOTraTeIbHOro (haitia B popmare
XIsx, comepxallero onvcaHue CTPYKTypbl 3KCIIEPUMEHTa,
B YaCTHOCTH ITOCJICIOBATEIbHOCTD IPEIbSIBJICHHS CTUMYJIOB
WM YCJIOBUI (Hampumep, MHGOPMAaLMIO O TUIE O0beKTa,
HCTIOJIB3YeMOM B KaXKI0# TIOIBITKE). DTO TI03BOJISIET O0BEIN -
HUTh aBTOMaTUYECKU PACCYUTAHHBIC BPEeMEHHBIE ITapaMeTphl
¢ MetauHbopMaleit o cogepKaHUK SKCIIEPUMEHTATbHbBIX
11po06. [TocJie BEITOTHEHMST aHAIM3a U 3aTPY3KH OIHCaTE b~
Horo aiina rporpamma ¢GoOpMHUPYET UTOTOBYIO TAOIUILY,
B KOTOPOIi KaXast CTpOKa COOTBETCTBYET OTICIBHOM I10-
nbITKe. B Tabiuiie mpencraBieHb:

* 3HAYCHUSI KIIIOYEBBIX BpDEMEHHBIX TOUYEK (B CEKYyHIIAX);
* UIeHTU(GUKATOPBI COOBITUIA (HAaIIpUMep, Havaao 3KC-

MepUMEHTAa, ITOAbeM KMCTH, MOMEHT 3aXBaTa U T. 11.);
* coIocTaB/IieHHast MTH(OPMAIIUS U3 3KCIIEPUMEHTAIBHOTO

IU1aHa (TUIT OOBEKTA, Er0 OPUEHTALIMSI, CEPHSI U TID. ).

DunHanbHBIN (aitn coxpaHseTcs B popMare .XIsx 1 Mo-
JKET OBITh MCIIOJIb30BaH ISl CTAaTUCTUYECKON 00paboTKU
JIAaHHBIX, TTOCJICAYIOIIETO aHAIM3a B CTOPOHHUX ITPOTpaM-
max (SPSS, R, Python) unu unterpauuu B 6a3bl TaHHBIX.
Takoit moaxo ob6ecrneyrnBaeT 1eJIOCTHOCTh, BOCIIPOM3BO-
JTUMOCTb 1 YIOOCTBO CTPYKTYPUPOBAHUS TaHHBIX ITPU pa-
6oTe ¢ cepUsIMM MOTOPHBIX 9KCTICPUMEHTOB.

Pe3ynbTathbl

Just BepuuKaly KOppeKTHOCTHA paboThl pa3padbo-
TaHHOTO TMporpaMMHoro obdecrneyeHus: Kinematic 4 mMbl
MPOBEJIM CPAaBHUTEIbHBIN aHAJIM3 €ro PEe3yJILTaTOB C JaH-
HBIMM, TIOJTYYCHHBIMM paHee C UCITOIb30BaHMEM HaIlleTo
anroputMa Ha 6aze MATLAB. O6a nHcTpyMeHTa UCITOJIb-
30BaJI MACHTUYHBIE AJITOPUTMUYECKIE TTPUHITUIIBI 15T aB-
TOMATHYECKOTO BBIICICHHS KITFOUEBBIX BDEMEHHBIX TOUEK
JIBUTATEJILHOTO NEWCTBUSI, YTO 00CCIIEeYMBAIO BO3MOX-
HOCTb MPSIMOT'O COITOCTABJICHUS BRIXOAHBIX JTaHHBIX. CpaB-
HEHUeE MPOBOAWIOCH Ha BHIOOPKE 3KCIIEPUMEHTAIBHBIX
JIAHHBIX, TTOJIYYEHHBIX B paMKaX IPEIbIIYIIEro UCCIeI0-
BaHus [15]. OCHOBHBIM METOJOM CpaBHEHUS pe3yIbTaTOB
CTaJIO BEIYMCIICHUE MOMIYJISI PA3HOCTU MEXKITY pacueTHHIMU
3HAYEHMUSMM, TTOJTYICHHBIMM C TTOMOIIBIO 2 TTPOrpaMM:
MATLAB, ucnonb3yemoii B 1abopaTopuu, 1 COOCTBEHHOM
pa3paboTaHHOI mporpaMMbl. JIJIsl KaxXIoro nmapamerpa
MPOBOIUJIOCH OTAEIBPHOE BEIYMCIIEHNE OTKJIOHEHUIA.

Kak moxka3zanu pe3yJibTaThl, CpeIHee PacXoXacHUe
MEXITy BBIMUCICHUSIMU T10 KJTIOUEBBIM (PUKCHUPYEMBIM aJl-

TOpUTMaMM CTapTOBBIM MapaMeTpaM COCTaBMJIO BCEro
0,03 %. BroT MoKazare/ib IEMOHCTPUPYET MPAKTUICCKU
uIeaabHOE COBMAIEHIE MEXIY PE3YIBTaTaMu 2 TPOrpaMM,
YTO CBUICTEILCTBYET O BHICOKOM YPOBHE TOYHOCTH U Ha-
JEKHOCTH pa3pabOTaHHOIO IMIPOTrPaMMHOI0 OOeCIIeYeHNs.
B GoJIBbIIMHCTBE CITy4aeB pacX0oXKACHMSI HAXOIWINCH B TIpe-
Jieax CTaTUCTUYECKOM MOrPEITHOCTH, YTO TTOATBEPXKIACT
MPaBWILHOCTh aJITOPUTMOB Y KOPPEKTHOCTD pacyeToB. Pa3-
paboTaHHasI IporpaMma o0eCIieunBaeT pe3y/IbTaThl, MpaK-
TUYECKU MICHTUYHBIC TaHHBIM, ITOJIyYeHHBIM C UCIIOJIb30-
BaHMEM CTaHIAPTHBIX JTJa00paTOPHBIX MHCTPYMEHTOB.

Takum o6pazoM, Kinematic 4 mo3BosisieT BOCPOU3BOAUTD
paHee Bepu(UIIMPOBAHHbBIE aJITOPUTMbI aHAIM3a KMHEMATH-
YECKUX JaHHBIX C 3KBUBAJICHTHOI TOYHOCTBIO IPU 3HAYM-
TEJILHO OOJIBIIIEH YI0OCTBE U TOCTYITHOCTH ITOJIb30BaTENTbCKO-
ro uHTep(eiica. [omydeHHBIE Pe3y/IBTaThl TIOATBEPXKIAIOT,
YTO pa3pabOTaHHBIN ITPOrPaMMHBIM KOMILIEKC MOXKET pac-
CMaTpMBAThCS KaK HANEKHBIM, BOCIIPOM3BOAMMBIN 1 (hyHK-
LIMOHAJIBHO 3aBEPLICHHBIA MHCTPYMEHT JUII HAYYHBIX 1 KJTH-
HMYECKUX MCCIICIOBAHUI, CBSI3aHHBIX C aHAJIN30M JIBDKECHUIA
3axBara 1 epeHoca 00bEKTOB PYKOi. DTO OTKPHIBAET IITUPO-
KUE MEePCIIEKTUBBI €0 IPUMEHEHMS KaK B 9KCIIEPUMEHTAITb-
HOI HEMpOHayKe, TaK U B KIIMHUYECKOM ITPaKTHKE.

BbiBOAbI

CioxHble IeJieHalpaBleHHbIC ABUXCHUS, TaKue
Kak 3axBaT M MEPEHOC OOBEKTOB PYKOM, IMPEICTABIISIOT
c0001i BaXKHBII OOBEKT aHaJIM3a B HepoHayKax 1 KIIMHU-
yeckoil mpakTuke. X KuHeMaTU4ecKoe UCClIeqoBaHue
ITO3BOJISIET BBISIBIIATh 0COOEHHOCTH MOTOPHOTO TUITAHUPO-
BaHMSI, CCHCOMOTOPHOU MHTErpalMy M KOOPAMHAIIUN
JIBWXKEHUI KaK y 3M0POBBIX UCIIBITYEMbIX, TaK 1 Y Talli-
€HTOB C pa3JINYHbIMU MOPAKEHUSIMHU LIEHTPAIBHOM U T1e-
pudeprdecKoii HepBHOM cucTeMbl [1—3, 6]. 3HaunTeIbHAS
YacTh MCCJICAOBAHUI IEMOHCTPUPYET, YTO IBUTaTEIbHbBIC
ImapaMeTpbl, 0COOEHHO B hase nepeHoca 00beKTa, OKa3bl-
BaIOTCS YYBCTBUTEIBHBIMU MapKepaMK HEMPOMOTOPHOTO
nedunrrTa, BOSHUKAIOIIETo IpU MHCYJbTe (4, 14], 601e3H1
IMapkuHcoHa [5], 6ose3Hu Anblireiimepa [19] u apyrux
HEBPOJIOTMYECKUX COCTOSTHUSIX, BKITIOUast O(hTaIbMOJIOT Y-
yeckue HapyiieHus [20]. HecMoTpst Ha 3HaYMTEIbHOE pa3-
BUTHE TEXHOJIOTMI 3aXBaTa IBVKEHUS, B CYILIECTBYIOIIMX
SKCIEPUMEHTANIBHBIX U KIMHUYECKUX ITPOTOKOJIaX I10-
MpeXXHEMY OTCYTCTBYIOT JOCTYITHBIC, CTAHAaPTU3MPOBaH-
HbIE ¥ BOCIIPOM3BOAVMMBIE MHCTPYMEHTHI IS aBTOMATH-
3UPOBAaHHOI 00PabOTKU MPOCTPAHCTBEHHO-BPEMEHHBIX
napaMeTpOB ABUraTeIbHbBIX aKTOB.

C 1enblo ycTpaHeHMs JaHHOTO OrpaHUYEeHUST HAaMU Obl-
JI0 pa3paboTraHo nporpaMMHoe obecrieueHue Kinematic 4 —
MHCTPYMEHT, MpeIHa3HAYeHHBIN UIS aBTOMaTUYECKOTO
aHaJM3a IelCTBUIA 3aXBaTa U IepeHoca Ha OCHOBE KOOP-
JIHAT, TTOJIYYeHHBIX C TIOMOIIBIO CUCTEM motion capture.
Pa3paboTka ocHOBaHa Ha paHee BepuDUIIMPOBAHHBIX ajl-
ropuTMax, ocylecTBiaeHHbIX B cpene MATLAB [15], u pe-
aJM30BaHa B BUIE KPOCCILIAT(OPMEHHOTO MPUIOKEHUS
¢ rpauueckuM MHTEepdeiicoM, He TPEeOYIOLIMM ITpOorpaMM-
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HBIX HaBbIKOB. IIporpamma moaaepxkuBaeT 00pabOTKY
KaK UHAMBUAYaAJbHbBIX, TAK U TPYIIIIOBBIX HAOOPOB JAaHHBIX
U obecrneynBaeT UACHTU(DUKALIMIO KITIOYEBbIX BPEMEHHbBIX
TOYEK: Hayajia SKCIIepUMEHTa, MOIHATUS KUCTU, PACKPbI-
TUS MaJIblieB, JOCTHXKEHUST MaKCUMaJbHOU amepTyphl,
noabeMa 1 ormyckaHusl oobeKTa. Takoii momxo Mo3BoJisieT
BBIICIUTHh QYHKIIMOHAIbHBIE (Da3bl MOTOPHOTO ACHCTBUS,
OTJIMYAIOIIMECS 10 BOBJACYSCHHOCTU LIEHTPAIbHBIX U Te-
pudepryecKnx Mexanu3moB [3, 16—18]. Aranu3 3Tux ¢as
JTaeT BO3MOXXHOCTb 00JIee TOYHO ONPENeIUTh JOKATU3ALIUI0
U XapaKkTep BOZMOXKHOTO AebUIIMTa MOTOPHOI'O KOHTPOJI,
BKJTIOYAsi HApYIIEHUSI MEXaHU3MOB 00paTHOI CEHCOPHOM
cBs13u [17] v mmaHupoOBaHus IBMKeHM [ 16, 21].

CpaBHUTEJIBbHBIN aHAIU3 PE3YJIbTaTOB, MOJTYYEHHBIX
B Kinematic 4, u panee mpocuutaHHbix MATLAB-
aJIrOpMTMaMU Ha UACHTUYHBIX JAHHBIX IMOKa3aj IMOJHOE
COOTBETCTBME MO BCEM KIIIOUEBBIM METpUKaM. DTO TOA-
TBepKAaeT TOYHOCTh IepEeHOCa UCXOAHOMN JTOTUKM BHIYUC-
JIEHU# B HOBBII MIpOrpaMMHBIN MPOAYKT. BHyTpeHHee
U TI0JIb30BaTeJIbCKOE TECTUPOBAHME TAKXKe TTPOAEMOHCTPH -
POBAJIO YCTOMYMBOCTh PA0OTHI AJITOPUTMOB U CTAOMIIBHOCTh
uHTepdeiica npy o6paboTKe JaHHBIX PA3TUYHON JUTUTEb-
HOCTU M KayecTBa.

Kpome HayuHbix 3agau, Kinematic 4 MoxeT OBbITb 1C-
MOJIb30BaH B KJIMHUYECKOU MpaKTHKe UISI MOHUTOPUHTA
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daKTopbl, BAUAIOLME HA NPOrpeccUpoBaHmue
60KOBOro aMMoTpo(huYeCcKoro CKneposa:
NPOCNEeKTUBHOE KOrOpTHOE UcCcnefoBaHue

A.IO. Cvupnosal, JI.C. dpyxunnn?, T.M. Anekceepal, B.C. Jlememonox!

IPIBY «HayuonansHwiii meduyunckuii uccaedosamensvckuii yenmp um. B.A. Aamazoea» Munzdpasa Poccuu; Poccus, 197341
Cankm-Ilemepbype, ya. Akkypamosa, 2;

2IAOY BO Ilepevwiii Mockosckuii eocyoapcmeennbiii meduyunckuii ynusepcumem um. M. M. Ceuernoea (Ceuernosckuii Yuusepcumem)
Mun3zdpasa Poccuu; Poccus, 119991 Mockea, ya. Tpybeykas, 8, cmp. 2

KoHTakThi: AxHa lOpbeBHa CMupHoBa dr.a.smirnova@gmail.com

Llenb nccnepoBaHua — nocpencteom (hakTOPHOrO aHaNM3a BbIABUTb M PAHXMPOBATb MO CTENEHW 3HAYMMOCTH NapaMeTpbl,
NoTeHLWaNnbHO BAMsAIOWME Ha TeueHue 6oKoBoro ammoTpotuyeckoro ckneposa (bAC).

Martepuansl u metopbl. [IpoBefeHO NPOCNEKTUBHOE KOFOPTHOE UccnefoBaHue 70 naumeHToB ¢ guarHosom bAC, coot-
BeTcTBYlOWMX KpUTepuam Gold Coast (2020). M3yueHbl OCHOBHbIE COLMANbHO-AeMOrpaduyeckue nokasatenu, cBefeHus
06 06pa30BaHNK 1 COLMANBHOM NONOXKEHUM, reorpatus NPOXKMBaHUA, aHAMHECTUYECKUe CBefleHUs 0 GonesHu (nossne-
HUE NepBbIX CUMNTOMOB, fEBIOT U Np.), KIMHUYECKAs KapTUHA (CMMNTOMbI MO OCHOBHbIM FpynnaM MbiWL), AMHAMUKA
oueHku no wkane ALSFRS-R, dakTopbl okpyxatowei cpefbl (23 npu3Haka, NpeACTaBAeHHbIX B rpajaliMn OT HauMeHblLel
BbIPAXXEHHOCTU K HaubonbLLeit).

Pesynbratbl. CpefHuii Bo3pacT naumeHtos — 60,62 + 10,2 roga. Cpeau nauueHTos npeobnafany xeHuwuHsl — 61,4 %
(n = 43), pona myxuuH — 38,6 % (n = 27). CpefHee BpeMs OT Hayana CUMNTOMOB 10 BK/IOYEHUSA B UCCIe0BAHNE U aH-
KeTupoBaHusa — 12 mec (95 % foBepuTenbHbii MHTepBan 9,00-21,50). C 6eicTpbiM nporpeccupoBaHnem BAC koppenupo-
Ba/IM HU3KUI YpOBEHb 06pa30BaHus, AebIoT ¢ BynbbaPHBIX CUMNTOMOB U BOBIEYEHMS MbIlWL, WEW, BbIPAXKEHHOCTb ped-
JIEKCOB OPajbHOrO aBTOMATM3Ma, 3aTPyAHEHWE NpU X0Ab0e U BCTaBaHUMW, KOHTAKT C TAXKENbIMW MEeTafNaMu, 3aHATUE
npoteccMoHanbHbIM CNOPTOM U BbICOKUI YPOBEHb CTPECCA, TOTAA KaK BbICOKUIN YpoBEHb (hM3NYECKOI Harpy3Kku, yactoe
ynotpebnexue kote, Nnpuem aHTUOKCMAAHTOB, AeduunT BUTaMUHa D 0TMEYanuCb NpU MeANeHHOM NPOrpeccupoBaHum
BAC.

BbiBoAbI. [TonyyeHHble AaHHbIE NoaTBEPXK AT, yTo BAC npeacTaBnset co60iM KNMHUYECKM M NAaTOreHETUYECKM reTepo-
reHHoe 3a60eBaHu1e, Ha CKOPOCTb NPOrPECCUPOBAHMA KOTOPOrO BAMSET 60/bLIOE KONUYECTBO KINMHUKO-aHAMHECTUYECKNX
1 CpeLoBbix PaKTOpPOB.

KnioueBble cnoBa: 60K0BOI aMUOTPOUYECKUI CKNEPO3, XapaKTep TeYeHUs, NPOTHOCTUYECKMII haKTop

IOna uutupoBanua: CmupHosa A.10., Apyxuuun O.C., Anekceesa T.M., lemewoHok B.C. ®akTopbl, BAMAOWME HA NPO-
rpeccupoBaHue 60KOBOro aMMOTPOUYECKOTO CKIEPO3a: NPOCNEKTUBHOE KOFOPTHOE UCCief0BaHNe. HEpBHO-MbllWeYHble
6onesHn 2025;15(2):37-47.
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Factors influencing the progression of amyotrophic lateral sclerosis: prospective cohort study

A. Yu. Smirnova’, D.S. Druzhinin?, T.M. Alekseeva’, V.S. Demeshonok’

V. A. Almazov National Medical Research Center, Ministry of Health of Russia; 2 Akkuratova St., Saint Petersburg 197341, Russia;
2]. M. Sechenov First Moscow State Medical University (Sechenov University), Ministry of Health of Russia; Build. 2, 8 Trubetskaya St.,
Moscow 119991, Russia

Contacts: Anna Yuryevna Smirnova dr.a.smirnova@gmail.com

Aim. Using factor analysis, identify and rank the parameters potentially influencing the course of amyotrophic lateral
sclerosis (ALS) according to their significance.

Materials and methods. A prospective cohort study of 70 patients with ALS diagnosed according to the Gold Coast
criteria (2020) was performed. We studied basic socio-demographic indicators, education and social status, geography
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of living, anamnestic data about the disease (appearance of the first symptoms, onset, etc.), clinical picture (symptoms
in the main muscle groups), progression of ALSFRS-R score, environmental risk factors (including 23 features, presented
in gradation from the lowest to the highest expression).

Results. The mean age of the patients was 60.62 + 10.2 years. The predominant proportion of patients was female,
61.4 % (n = 43), the proportion of males was 38.6 % (n = 27). The mean time from onset of symptoms to inclusion
in the study and questionnaire was 12 months (95 % confidence interval 9.00-21.50). Low level of education, onset
from bulbar symptoms and neck muscle involvement, severity of oral automatism reflexes, difficulty in walking
and standing, contact with heavy metals, occupational sports and high stress level were correlated with rapid progression
of ALS, while high level of physical activity, frequent caffeine consumption, antioxidant intake, vitamin D deficiency
were observed in slow progression of ALS.

Conclusion. Our data confirm that ALS is a clinically and pathogenetically heterogeneous disease, whose rate
of progression is influenced by a wide range of clinical, anamnestic, and environmental factors.

Keywords: amyotrophic lateral sclerosis, pattern of progression, prognostic factor

For citation: Smirnova A.Yu., Druzhinin D.S., Alekseeva T.M., Demeshonok V.S. Factors influencing the progression
of amyotrophic lateral sclerosis: prospective cohort study. Nervno-myshechnye bolezni = Neuromuscular Diseases

2025;15(2):37-47. (In Russ.).

DOI: https://doi.org/10.17650/2222-8721-2025-15-2-37-47

BBepeHue

BokoBoii amnoTrpoduueckuii ckinepo3 (bAC) npen-
CTaBJIsIeT cO0O HelipoaereHepaTUBHOE 3a00JIeBaHuE, 0~
paxaroliiee Kak BepXHUE, TaK U HUDKHUE MOTOHEHPOHBI,
KOTOPOE€ HEYKJIOHHO ITPOrPeCCUpYeT U IIPUBOIUT K JICTaIb-
HOMY ucXo.y. 3a00jIeBaHKE XapaKTePU3yeTCsl 3HAYNTEITb-
HOI reTepOreHHOCThIO B OTHOIIIEHUM pervoHa iedloTa,
CKOPOCTH IPOrPECCUPOBaHMs, ITATTEPHA PACIPOCTPAHEHUS
HEBPOJIOTMUYECKUX HAPYIIICHUI CTETIEHH 1 TTOCJIeIOBATE b~
HOCTH BOBJICYCHUSI BEPXHETO U HIDKHETO MOTOHEIPOHOB,
a TaK>kKe HaJIMYMsI KOTHUTUBHBIX HapyleHuii [1, 2].

HecMmoTtps Ha To 4TO 3a00sIeBaHKE OBLIO OIKMCAHO 00-
nee 150 net Hazan, ¢pakToOpbl pUCKa, BAUSIOLIME HA CKO-
pocTth nporpeccupoBanust BAC, ocTaloTcst He10CTaTOYHO
nsydyeHHbIMU. Okojio 5—10 % cinydaeB BAC siBistioTcs
HAaCJIeICTBEHHBIMH | 3], TOrIa Kak OCTaJIbHble — CITOPaIu-
YECKMMMU, YTO ITOTYEPKUBAET BaxKHOCTb BIMSHUS (DaKTOPOB
OoKpyXartolei cpeabl. B HacTosIee BpeMsi BO3MOXKHOCTHU
tepanuu BAC He ToJIbKO 00eCcneYnBaloT MalJIMaTUBHYIO
MOMOIIb MallMeHTaM, HO 1 TTO3BOJISIIOT BIUSTh Ha T€YCHUE
o6one3Hu [4, 5], ¥ MO3TOMY OYeHb BaXKHO UMETh UHCTPY-
MEHTBI OLICHKH U MPOrHO3MPOBaHMSI TeEMIIA MPOrPeCCUpo-
BaHUsI 3a00JIeBaHUS.

B nmutepaType HEOTHOKPATHO 00CYKIAI0Ch BIUSHUE
(bakTOpOB OKpYKaloIIeli cpesl 1 oO0pa3a XXU3HU KaK Ha Be-
POSITHOCTb pa3BUTHsI OOJIE3HU JABUTATEIHLHOTO HEHpOHa,
TaK M Ha XapaKTep ee¢ Te4eHMsI, HO HU JUIsS OJHOTO U3 pac-
CMaTpHMBaeMbIX (DAKTOPOB OKpYKalollleil cpeabl He ObLIO
YCTAaHOBJIEHO NPUYIMHHO-CJICACTBEHHOM CBsI31 [6—9]. Y MHO-
T'MX HCCIIeIoBaTeell COXpaHseTcs MpodiieMa BIOOpa Hau-
0oJtee TIOAXOSIIEr0 METOIA, OTPAKAKOILIETO CKOPOCTh TeUe-
Hus 6ose3nu [10—12]. Hanbonee a¢GeKTUBHBIM METOIOM
OILICHKH TSDKECTH cocTostHMs nanueHTa ¢ BAC B HacTosiee
BpeMs cunTaetcs mkana ouieHku ALSFRS-R (Amyotrophic
Lateral Sclerosis Functional Rating Scale — Revised) [13],
BaJIUAMPOBaHHAs B pyCCKOsI3bIYHOI Bepcu [14]. CooTBeT-
CTBEHHO, METOJOM OIICHKHU IIPOrPECCUPOBAHUST 00IE3HU
oyneT nuHamuka oueHku no 1mkaie ALSFRS-R [15—17].

JaHHbBIl TToKa3aTenb 0yaeT 3(pOeKTUBHO OTpaxKaTh JUHA-
MMKY IPOTPEeCCUpOBaHMs 3a00JieBaHus. B HacTosIeM uc-
CJIEIOBAaHMU MBI CTaBUJIM 3a[a9y OLICHUTh U PAaHXXMPOBaTh
I10 CTETNICH! 3HAYMMOCTH BJIMSIHYE (haKTOPOB OKPYKAKOILEei
cpenbl Ha TedeHne bAC.

Ieab uccaenoBanus — BbIIBJICHUE TTapaMETPOB, ITOTEH-
LManbHO Biusonmx Ha TedeHrue BAC, mocpenctBom dak-
TOPHOTO aHAJIM3a U OTNpe/eICHIE paHKMPOBAHHOTO BKJIaaa
KaXXJIOT0 M3 HMX B IIPOrPeCCUpPOBaHUE 3a00JICBaHMSI.

Marepuanbi u metopbl

IIpoBeneHo NpOCIIEKTUBHOE KOTOPTHOE UCCIIeI0BaHE
70 mauueHTOB (27 MY>KYMH U 43 XXeHIIWHBI, CPEIHUI BO3-
pact — 60,62 * 10,2 roma). Bce mainmeHThI COOTBETCTBOBA-
Jm kputepusiMm Gold Coast (2020) auarHOoCTUKM 00JIE3HU
JBUTaTeIbHOrO HeltpoHa [ 18]. [Is1 aHaim3a cKopocTu ITpo-
rpeccupoBaHusi BAC B KauecTBe KJIIOUEBOTO ITOKa3aTest
MBI UCITOJIb30BaJIM OOBbEKTUBHBIIM ITOKA3aTelb — Pa3HULLY
B O6aax no 1mkane ALSFRS-R ¢ untepsanioM B 3 Mec. Mbl
BBIICJMIIM 2 BapyuaHTa IMPOrpeccupoBaHusI 00JIe3HU: ObI-
CTpBIi U Me[UIeHHbIH. [Toa ObICTPBIM BapUaHTOM TEUEHMS
MBI TIOHMMAaJIV KapAMHAaJIbHOEe U3MEHEeHEe 00pa3a XXU3HU
MaleHTAa B CBSI3M C YTPATOii OOJILIIIMHCTBA HABBIKOB CaMO-
00CIyXUBaHMSI, KOTOPOE Pa3BMJIOCh B TEUCHHME 3 MeC
OT MOMEHTA TOSIBJICHUSI TIEPBbIX CUMIITOMOB 3a00JIeBaHUSI;
101 MEJUIEHHBIM BapUAHTOM TEUCHUST — COXPaHEHUE Y IMa-
LIMEHTA BCEX HAaBBIKOB CaMOOOCITy>KMBaHUsI 6€3 UCITOIb30-
BaHUSI BCIIOMOTATEIbHBIX CPEICTB B TeYEHHUE 3 MEC OT MO-
MEHTa PEerucTpaly MepPBbIX CUMIITOMOB 3a00JieBaHUsI.
OlieHKa MPOBOJAMIACH PETPOCIIEKTUBHO CIIEIIUAIICTOM,
HMMEIOIIMM IOCTaTOYHBIN OMBIT BefneHMs naiueHToB ¢ BAC.

Hamu Obl1a cocTaBiieHa aHKeTa ydeTa (haKTOpOB pHr-
CKa, BKJIIovaloIiasi Caeayrolire pa3aesnl: 1) 6a3oBas 4acTh
(OCHOBHBIE CBEIEHMS O TIALIMEHTE, €0 00pa30BaHUU U CO-
LIMaJIbHOM TIOJIOKE€HUU, reorpadus MPOXUBaHUA);,
2) aHaMHe3 00J1e3HM (TTOSIBJICHHUE TIEPBBIX CUMITTOMOB, A€0IOT
M TIp.); 3) KIMHUYECKask KapTUHa (CUMIITOMbI IO OCHOBHBIM
rpynnaM Mmbin); 4) mkata ALSFRS-R (mepBuuHbIi
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U MOBTOPHBIM OCMOTp); 5) cpenoBbie (PaKTOphl pucKa
(23 nmpu3HaKa, MpeACTaBIeHHbIX B I'pafallii OT HAMMEHb-
1Ieit BBIPAXKEHHOCTU K HaruOoJbIeit). Pe3yibraTel moBTOP-
Hoit oueHKH 110 11Kaje ALSFRS-R Obu11 nostydeHb! 1pu Te-
JIe(bOHHOM aHKETMPOBAHWM WIM MPU MOBTOPHOM BU3UTE
namueHTa yepes 3 Mec. JlaHHbIe 0 (pakTopax pricka coOpaHbI
MpY MEPBUYHOM OOpallleHUM TalreHTa. Bece momydyeHHbIe
ToKa3aTe/ v ObUTM BHECEHBI B €AMHYIO 3JIEKTPOHHYIO TabJ -
11y, KOTopasl B AajibHelleM Oblla MpoaHaIM3UpPOBaHa.

s ycTaHOBJIEHUS 3aBUCMMOCTU MEXIY TeUeHHEM
U OTIEJbHBIMU (DaKTOpaMM BHEIIHE Cpelbl Mbl KCITOJIb-
30BaJIM METOJ, MHOXECTBEHHOI'O PEIrPeCCUOHHOTO aHaIM -
3a; IS OLIEHKM CTPYKTYPhI B3aMOCBSI3E MEXIy BCeMU
BKJIIOUEHHBIMM MTOKa3aTeIsIMU, TIOTEHIIMAIbHO OKa3bIBa-
IOIIIMMU BIMSIHME Ha TeueHue 001e3HU, — MeTo. (haKTop-
HOTO aHaJIM3a, KOTOPbIiA MO3BOJISIET O0BEANHSATH HauboIee
KOppeupylollre epeMeHHbIE B OPTOTOHATbHBIN (haKTOp
(MeTo[, IIaBHBIX KOMITOHEHT); /ISl BBIAEIECHUS XOPOLLIO
WHTEPIPETUPYEMOIi MaTpUlIbl (haKTOPOB — METO/I Bpallle-
HUs (haKTOPOB, MAKCUMU3UPYIOLIUi nucniepcuto («Bapu-
MaKC» HOPMaJIM30BaHHBIN). ISl pacueTOB MPUMEHSIICS
nporpaMMHBbIi rmakeT Statistica 10.

HccnenoBanue Ob110 0J00pEHO JIOKATbHBIM 3TUYEC-
KUM KOMUTeTOM HalimoHaabHOTro METUIIMHCKOTO UCCIe-
JIoBaTeJIbCKOro 1eHTpa uM. B.A. AiMmazoBa MuH3apaBa
Poccun (rmpotokoir Ne 67 ot 24.01.2024).

Pe3synbTathbl

B uccnenoBaHyie ObUTH ITPOCTIEKTUBHO BKIIOYEHHI 70 T1a-
LIMEHTOB, cooTBeTcTBYIOIIMX KputepusiM Gold Coast (2020)
[18]. Cpemnmii Bo3pacT nmanpeHToB — 60,62 * 10,2 roma. Cpe-
IV TIAIICHTOB TTpeo0Iagay XXeHIIHEI — 61,4 % (n = 43),
Jo7st MyXXauH — 38,6 % (n = 27). CpenHee BpeMsI OT Havasia

CHMIITOMOB JIO BKJIIOYEHUS B UCCJICAOBAHUE M aHKETUPO-
BaHMs cocTaBWiIO 12 Mec (95 % noBepuTeIbHBII MHTEPBAJ
9,00-21,50).

Bce nainyeHTsl ObUIM pa3aefieHbl Ha 2 TPYyMIibl B 3a-
BUCHUMOCTHU OT CKOPOCTU IPOTPECCUPOBAHUS OOJIE3HU.
J1st KaKIoii TPYIITbI OLICHUBAJIOCh BIMSIHUE TaKUX (hak-
TOPOB, KaK IOJI, BO3PAcCT, IIpUEM pUIy30a (He3aBUCUMO
OT JJIMUTEILHOCTH MpHEMa Ha MOMEHT BKJIIOYCHUS B MC-
cJieloBaHMe), OlICHKA CKOPOCTH MPOIrPeCcCHpOBaHMS 3a-
O0ojieBaHUs, JMHaMKUKa olieHKM no mkaise ALSFRS-R,
pEeruoH aebiora 60JIe3HM, X0ab0a, BCTABaHUE, BOBJICUCHUE
MBIIIIII IIIeU, BBIPaKEHHOCTD pedIeKCOB OpabHOTO aBTO-
MaTtusMa (omnpeaensiach Kak 0 — oTcyTcTByIOT, 1 — cinabo-
3aMETHBIE, 2 — BBIPAXKEHHBIE), BbIPAXKEHHOCTD OYIH0apHBIX
cumnToMoB (0 — HeT, 1 — ctaboBbIpaxkeHHbIE, 2 — BbIpa-
>KEHHbIE), I3BMEHEHME ToJIoca, HapyIlleHUe TIIOTaHuUsI, BbI-
PaXkeHHOCTh aTPOGUM MBIIIII SI3bIKa Y CKEJIETHBIX MBIIIIII,
YPOBeHb 0Opa30BaHM MAllMEHTa, YPOBEHb IIPEIIICCTBY-
IOILIETO CTpecca, KypeHue, ynoTpebieHre aakoroJis (ole-
HUBAJIOCh B OajlylaX, HE3aBUCUMO OT BUa ajikorojist: 0 —
HUKOrAa, 1 — pa3 B Mecs1] Ui pexe, 2 — 2—4 pa3a B MecsI1l,
3 — 2—-3 paza B Hezemo, 4 — 4 pa3a B Helellio U 0oJiee),
notpebaeHue Kode, mpueM ButamuHa E, npuem aHTU-
OKCUJAHTOB, 1e(ULIUT BUTaM1Ha D, ynoTpebeHue B -
11y OBOILE M (DPYKTOB, KOHTAKT C TSDKEIBIMU METaJIIAMH,
(busmyeckast Harpyska, IpodecCUOHANBHBIN CITOPT, ITPUEM
CTaTUHOB, HAJIMYME CaXapHOTO MrabeTa, OHKOJIOTMISCKUX
3a00JIeBaHUIA 1 YaCTBIX BUPYCHBIX MHMEKIINI (He3aBUCH-
MO OT 3TUOJIOTMH) B aHamMHe3e. Bee hakTophl ObLIN paHXXu-
POBaHbI IO PUMEPHOIM TsLKeCTH OT () (OTCYTCTBUE IIPU3HAKA)
J10 3 (MMeeT 3HaUUTEIbHOE NPUCYTCTBUE). OO0IIas XapaKTe-
PYICTHKA MTALIMEHTOB B 3aBUCHMOCTHU OT CKOPOCTH TIPOTpec-
cUpoBaHMs1 00JIe3HM NpUBeAcHA B TaOI. 1.

Tadmaua 1. Obwas xapakmepucmuka nayueHmog, (paxKmopsl pucka u CORymMcmeyrouas RAmoao2us 8 3aUCUMOCMU OM CKOPOCMU NPO2PECCUPOBAHUS
Table 1. General characteristics of patients, risk factors and concomitant pathology depending on the rate of progression

Assessed parameter

Estimation of rate of progression

KimHuKo-aHaMHeCTHYECKAS XapaKTePUCTHKA
Clinical and anamnestic characteristics

CpenHuit BO3pacT, JieT
Mean age, years

Yucno MyX4uH, n
Number of males, »n

Yucro KeHIIWH, #
Number of females, n

ALSFRS-R 1, %
ALSFRS-R 2, %

Tepanus puny3onom, n
Riluzole treatment, n

MenaenHoe BricTpoe P
59,64 62,73 0,331696
18 9
0,35606
¥2 = 0,8517532
33 10
38,24 36,73 0,219359
35,28 31,07 0,140827
4 1 —
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Assessed parameter

Jlokanu3zanus ne6rota, # (%)
Onset localization, n (%)

O6pasoBanue, 1 (%)
Education, »n (%)

TIpenmecTByromii ctpecc, 7 (%)

Preceding stress, n (%)

Kypenue, n (%)
Smoking, n (%)

Vnorpebienue aakoroJs, # (%)
Alcohol consumption, # (%)

Vnorpebiaenue kobe, n (%)
Drinking coffee, n (%)

IIpuem Butamuna E, n (%)
Receiving vitamin E, n (%)

KonTaxr ¢ TspkensiMu Metauiamu, # (%)

Contact with heavy metals, n (%)

TIpodeccroHanbHbIii criopt, # (%)

Professional sports, n (%)

CaxapHblii quaber, n (%)
Diabetes mellitus, 7 (%)

OHKoJIorn4ecKue 3abojieBaHUsS B aHaMHe3e, # (%)

History of oncological diseases, n (%)

BupycHblie 3a6oeBanust, n (%)
Infectious diseases, 1 (%)

Mennennoe
i s
e s
[TosicHnYHO-KpecTLIOBast
(hopma 19 (37)
Lumbosacral form
Righer 25 (49)
Soondey 2 (51)
DaKTopbl pUCKa
Risk factors
{ (nevicrmen 17 (33,4)
| et 9(17,7)
2 Groteriey 13254)
g ((S]ZI;ISI;;)KGHHHI‘/JI) 1223.5)
9 (17,6)
20 (39,2)
31 (60,8)
8 (15,7)
3(5,9)
10 (19,6)
ConyTcTBYIOImAs NATOJOTHSA
Comorbidities
3(5,9)
4(7,8)
27 (52,9)

BeicTpoe

13 (68,5)

421

2(10,5)

7(37)

12 (63)

6 (31,6)

41,1

1(5,2)

8(42,1)

6 (31,6)

7 (36,8)

9(47,3)

421,1)

1(5,3)

7 (36,8)

2(10,5)

10 (52,6)

Okonuanue maon. 1
End of table 1

Estimation of rate of progression

P

0,00006
2 = 22,06656

0,22588
2 = 1,466667

0,13986
2 = 5,479766

0,20800
2 = 1,585294

0,83803
> = 0,0417854

0,34064
2 = 3,350828

0,78597
¥ = 0,4816744

0,80605
¥ = 0,4312276

0,13521
2 = 2,231693

0,50625
x> = 0,4418033

0,20138
= 1,632368

0,03147
P = 4,627404
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7151 OLleHKY 0011Iei CTPYKTYPhl B3aMMOCBSI3U MEXITY
IepeMEHHBIMU, TTOTEHIINAIbHO BIMSIONIMMH Ha TeUCHUE
BAC, MBI UCITOJIB30BaIM METOJ, MHOTO(aKTOPHOTO aHAI-
3a, KOTOPBI MO3BOJISIET OOBEAMHSITh KOPPEIUPYIOIIIe
MEXJTy OO0 ITepeMEHHbIE B MHbBIIA OPTOrOHAIBHBIN (hak-
TOP, a OCTAaTOYHYIO AMCIIEPCHMIO PaCIIpPEIeIsieT MEXIY
ocTaJIbHbIMM (pakTopamu. Hamu mpoBeaeH aHanu3 55 nepe-
MeHHBIX y 70 uccieayeMbIx MalyeHToB. Beero mporpaMmoit
OBLIU BBIIEIEHBI 5 OPTOrOHAIBHBIX (PaKTOpOB. OCHOBHBIMU
(hakTOpOOOPA3YIOIIMMH ITEPEMEHHBIMU ObLIM BO3PACT, 11O,

oueHku 1o mkajge ALSFRS-R, mpuem punysoina, ypoBeHb
obOpa3oBaHMs MMALIMEHTa, PETMOH Ae0loTa, X0nb0a, BcTaBa-
HUE, BOBJICYEHME MBI IIeU, pehIeKChl OPaIbHOTO aBTO-
MaTu3Ma, UI3BMEHEHHE rojioca, HapylieHre TII0TaHusl, BbI-
PaxkeHHOCTh aTpOoUU MBI, KypeHUe, YIIOTpeOaeHe
aJIKOTOJI51, Kodbe, MpreM aHTHOKCHIAHTOB, Ne(UIIUT BUTA-
muHa D, ymorpebGieHue B MUIy OBOLIEl U (PYKTOB,
cTpecc, (hu3ndeckast Harpy3ka, TpaBMbI TOJIOBbI, CaXapHBIii
nuabeT, BUpyCHbIe MH(MEKIIMKM B aHAMHe3€e, KOHTAKT C TsI-
JKEJIBIMU METaJUIaMU, IIpHeM CTaTUHOB. OCHOBHEBIE (haKTo-

CKOPOCTb IIPOrpe€CCUpoBaHUA 3360)’[CB3.HI/IH, JWHaMMKa

poobpa3yloliue epeMeHHbIe TPUBEICHBI B Ta0JI. 2.

Tabmnua 2. Pe3yavmamot hakmoproeo ananusa pucka 6bicmpoeo npoepeccuposaniis 3a601e6aHus y NAYUEHM08 ¢ GOKOBbIM amMUOmMpoGuueckKum cKaepo3om
Table 2. Results of factor analysis of risk for rapid disease progression in patients with amyotrophic lateral sclerosis

Orthogonal factor

Clinical and anamnesis feature

1
Hosies 0,538855
Age
ITon
Gender 0,215014
OlieHKa CKOPOCTHY ITPOTPecCUpPOBaHUS 3a00IeBaHUS 0.966099
Rate of disease progression ?
ALSFRS-R 1 —0,268049
ALSFRS-R 2 0,213680
Paznuiia mo ALSFRS-R
ALSFRS-R difference 0,460354
IMpuem puny3ona —0.034451
Receiving riluzole ?
O6pa3oBaHUe
Education 0,732618
Debior ~0,966099
nset
Xonpba
Walking 0,846608
BcraBanue
Standing up 0,831286
BoBiieueHure MBI IIeU
Neck muscles involvement 0,966099
Pednexkcol opaabHOro aBTOMaTr3Ma
Reflexes of oral automatism 0,034451
fonoc 0,286358
bice
[1otanue
Swallowing 0,440950
BeipaxeHHOCTH aTpO(® WU MBITIIIT 0.034451

The severity of muscles atrophy

2 3 4 5
0,662961 —0,225189 0,519838 0,270682
0,075585 —0,202368 0,324132 0,640017
0,417691 0,234341 0,659392 0,031017
0,239991 0,309221 0,218403 0,183375
0,286173 0,265049 —0,620826 0,471880
0,519838 0,168403 —0,680381 0,450039
0,050140 —0,977164  —0,302233 0,205421
0,258526 0,695025 0,530841 0,128786
0,695025 0,163078 0,519838 —0,307594
0,538141 0,519838 0,440950 0,530841
—0,265049 0,440950 0,159607 0,352112
0,309221 0,405496 0,218403 0,101485
0,758074 0,177443 0,695025 0,085119
0,813147 0,486467 0,751279 —0,171110
0,928112 0,286173 0,651279 —0,205034
0,688286 0,717691 —0,286358 0,324132
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Clinical and anamnesis feature

OkoHuanue maba. 2
End of table 2

Orthogonal factor

1 2 3 4 5

gypeﬂﬂe —0,215014 0,134175 —0,257101  —0,215014  0,220261
moking

Zl“"TpemeH“e AL —0,037227  0,134175 0,617484  —0,257101  0,270091
cohol consumption

Epememymmﬁ crpece —0,302233 0,076967 0,530841 0,662961 0,519838
receding stress

;11“3.‘“‘3‘“‘?’.‘ Harpyska 0,352112 —0,368345 0,519838 0,561646  —0,286358

ysical activity

gn.omemﬂﬂe Kxode 0,058433 0,017484 0299524  —0,505824  —0,302233
rinking coffee

EPaBM"‘ TOJIOBBI 0,519838 0,617288 0,309221  —0,307594  —0,620826
ead traumas

EOHTaKT.C TSDKCIBIMI METaJLTaMI 0,766099 0,263569 0,239991  —0,620826  0,218403
ontact with heavy metals

Ilpuem cratnos ~0,107885 0,271991 0,286173 0,013409 0,220261

Receiving statins

IR]F’“?M dHTHOKCUIAHTOB —0,077164 0,392730 —0,897069  0,218403 0,851474
eceiving antioxidants

ZHOTP"@?"H“ oBoILe} X GPYKTOB —0,620826  0,036338 0,695025  —0,257101  0,324132
onsumption of fruits and vegetables

5"‘1’".“” BuTaMuHa D 0,530841 0,324132 0,159607 0286173  —0,561646
itamin D deficiency

g?‘xapﬂ"lﬁ Auaber —0,108268  —0,928112 0,085119 0,417691 0,512119
iabetes mellitus

EKPYCHH? MHOEKUMK 0,212130 0,101485 —0,171110  0,519838 0,450039
iral infections

O6uumi BKan, % 35 21 17 13 9

Total contribution, %

[Ipy aHaM3e MOTyYeHHBIX JAHHBIX HAM YIaJI0Ch YCTa-
HOBUTH CJICAYIOLIYIO CUCTEMY B3amMOCBs3ei. OleHKa
ckopocTH TiporpeccupoBaHust BAC mpsiMmo KoppennpoBa-
JIa ¢ HapylIeHUEeM XOIb0bl, BO3MOXHOCTbIO BCTaBaTh, BO-
BJICYCHMEM MBIILILI IIIEW, YPOBHEM 00pa30BaHUS U YPOBHEM
KOHTAKTa C TSLKEJIBIMU METaJUIAMM, YTO OBUTO 00BhEIMHEHO
nporpamMMoii B nepBblii pakTop. IlepBolit (pakTOp UMeEN
TeHIEeHUUIO ¢ pa3Huleit 6amtoB no mkaise ALSFRS-R
(0,46). Bropoii (pakTop OBUT CKOMITOHOBAaH W3 3HAYCHMI
pedIeKCoB OpaIbHOTO aBTOMAaTH3Ma, BO3MOXHOCTH CaMO-
CTOSITEJTLHOT'O IJIOTaHMUsI, UBMEHEHUSI FOJIoca, 00paTHO KOp-
pPEJIMPOBaJI C HAJIMYMEM Y TMAllMEHTOB CaxapHOro Auabera.
YKazaHHbBIE IIEpeMEHHbBIE UMET HECHUJIbHBIE CBSI3U CO CKO-
pocThlo niporpeccupoBaHus 3adoneBanus (0,41) u pazHuLei

B 3HaueHMnu O6atoB o mkaine ALSFRS-R (0,51). Tpetuit
(akTop BhIIeTICH Ha OCHOBE 3HAY€HUI ITpreMa pyjIy3oia
U BBIPAXXEHHOCTHU aTpOdUil, U Mbl HE OTMETHIIM 3HAYMMOI1
B3aMOCBSI3M CO CKOPOCThIO ITPOrpecCUpOBaHMs 3a001e-
BaHus (0,23) u pazHuleit B 6amiax no mkaite ALSFRS-R
(0,16). Mcxonsa n3 molydeHHBIX HAMW JaHHBIX, HEe OOHa-
PYXE€HO B3aMMOCBSI3M C IMHAMUKON 0aIoB IO IIKaje
ALSFRS-R Ttakux nepeMeHHBbIX, KaK KypeHue, aJKoroJb,
ynoTpebJieHe CTATUHOB U MepeHEeCEHHbIE BUPYCHBIC MH-
dexuun.

7151 CTaTUCTUYECKOTO MCCIIEAOBAHUS CTPYKTYPhI 00-
1l TaGIUIIBI MCITOJIB30BaH METOI aHAI3a COOTBETCTBUS,
OCHOBaHHBIII Ha CTaTUCTUKE X2. AHAJIU3 COOTBETCTBUIA
MTO3BOJISIET BU3YaJIbHO 1 YUCICHHO ONPEACIUTh CTPYKTYPY
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Tadmaua 3. OcHogHble KAuHUeCKUe NPUSHAKU, ONpedeasioulie CKOPOCMb NPOPeCCUpo8anisi 60K08020 AMUOMPOPUHECK 020 CKAEPO3a
Table 3. Main clinical features determining the rate of amyotrophic lateral sclerosis progression

RegreSSlon Costicient (r) -

MyKkcKo¥ Mo

Male gender 0,4 2,5 0,0
Bospact 0,22 1,43 0,43
Age

Briciiee obpasoBaHue

Higher education —0,29 291 0,92
M3meHeHue roioca

Change of voice 0,39 3,21 0,08
BrIpaxkeHHOCTD OyIb0apHBIX CHMIITOMOB 0.38 354 0.05
Severity of bulbar symptoms ? ? ?
BripaxkeHHOCTh pedieKCOB OpaibHOIO aBTOMaTU3Ma

Severity of oral automatism reflexes 0,32 2,35 0,15
C1aboCTh MBIIII] IIIEN 0.28 243 023
Neck muscle weakness > > >

Ta6muua 4. OcHosHble (hakmopsl pucka, onpedeasroujue CKopocms Npoepeccupos8ariisi 60K08020 amuompohuueckoeo ckaepo3a
Table 4. Main risk factors determining the rate of amyotrophic lateral sclerosis progression

SISCtor RegreSSIon CORHIEIERt (r) -

‘YpoBeHb cTpecca
Stress severity 0.4 3.4 0,0

®dusnyeckas Harpy3Ka —0.41 301 007

Physical activity > > >

VnotpebaeHue Kope

Coffee consumption -0,30 0,69 0,40

VR 0,15 1,54 0.21
moking

Jedunut BurTammHa D _
Vitamin D deficiency 0,31 0,85 0,29

VYhorpebaeHue anKorosis 0.21 0.61 0.43
Alcohol consumption

Yacrele BUPYCHEIE MHMEKIA
Frequent viral infections 0,34 0,44 0,46

Hpng M aHTHOKCUNAHTOB —0,33 1,52 0,69
Receiving antioxidants

TpaBMBI FOJIOBEI 0,32 3,03 0,08
Head traumas

ITpodeccroHanbHEbIM CITOPT
Professional sports 0,30 2,65 0,10

Bo3meiicTBrE 31eKTPOMArHUTHOTO OISt
Effect of electromagnetic field —0,35 1,45 0,24
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TabauULBI OOMBIION pa3MepHOCTU. B KauecTBe HyseBoit
TUITOTE3bl MbI IPUHUMAJIM HE3aBUCHMOCTh ITPU3HAKOB
Mexay coboii 1 porpeccupoBaHremM bAC. B 1abi. 2 Ha-
0JTI01aeMBbIX 3HAYEHMIA MbI BBIICIWIN HanboJiee 3HaYMMble
IoKa3ate/u. Y NalMeHTOB ¢ OBICTPBIM ITPOrPECCPOBAHU -
€M 3a00JIeBaHMsI Yallle BCEro BCTPeUaIiCh HU3KUI YPOBEHb
o0pa3oBaHusl, 1e0I0T 00JIe3HU C OYILOAPHBIX CUMIITOMOB
M BOBJICUCHMST MBIIIIL IIeU, BHIPAXXEHHOCTh PedIeKCOB
OpaJIbHOTO aBTOMAaTH3Ma, 3aTPyIHEHNE TP XOAbh0e 1 BCTa-
BaHUU; Yallle 3To ObLIM MallMeHThl MYy>KCKOTO oJja. Takxke
ObL1a MPOAEMOHCTPUPOBAHA 3HAYMMOCTb KOHTAKTA C TSDKE-
JIBIMU MeTaJlJIaMU, 3aHSITHi1 TpodecCUOHATbHBIM CIIOPTOM
1 BBICOKOTO YPOBHS IPEIIISCTBYIOIETO CTpecca. Y alu-
€HTOB C MEIUICHHBIM pa3BUTHEM 3a00JIeBaHUsI OTMEYATUCh
BBICOKUI YPOBEHb (DM3UYECKOM HArPy3KH, YaCTOE YIIOTpPE-
osieHre Kode, TpUeM aHTMOKCUIAHTOB, Ne(ULIMT BUTAMU -
Ha D. He ObLI0 MpoaeMOHCTPUPOBAHO B3aMMOCBSI3U ObI-
CTPOTO TeYeHMS 3a00JIeBaHUSI C TAKUMU IPU3HAKAMMU,
KaK BbIPAXXEHHOCTb aTPOGUH MBIIIILI, YIIOTPEOJIeHUE B U -
1Ty OBOILIElH ¥ (PPYKTOB, KOHTAKT C TSKEJIBIMUA METaJUIaMHU,
MpUEM CTaTMHOB, HAJIMYME B aHAMHE3¢ OHKOJOIMYECKMX
3a00JieBaHUIi ¥ caXapHOTo AuabeTa, KypeHue.

MpbI paccunTanu Koa@OULIMEHT MHOXKECTBEHHOM JT1-
HEMHOI perpeccum UIsl OTACIbHBIX KIMHUYCCKUX TPU-
3HAKOB 3a00JIeBaHMSI (IT0JI, BO3PACT, YPOBEHb 00pa30BaHUsI
MalMeHTa, BEIPakeHHOCTb Oy Ib0apHBIX CUMIITOMOB, ped-
JIEKCOB OpaJIbHOTO aBTOMAaTU3Ma, M3MEHEHME rojioca, cja-
0GOCTb MBI IIEW) U IS OTAETbHBIX (PaKTOPOB pHCKa
nporpeccupoBanuss BAC (ypoBeHb MpeAllIecTBYIOLIEro
cTpecca, GU3NYecKol Harpy3ku, yrnorpeodiaeHue Kode,
aJIKOroJIsl, KypeHue, neduiuT BuTaMuHa D, mpreM aHTuU-
OKCHUIaHTOB, YaCcTble BUPYCHbIE MH(MEKIINU, TPAaBMbI TOJIO-
BBl B aHaMHe3¢e, TpodeCcCHOHAIbHBIN CIIOPT, BO3ICHCTBUE
3JICKTPOMarHUTHOTO 1oJist). KoadhduimeHT MHOXeCTBEH-
HOW JIMHEWHOM perpecCum Il OTACAbHBIX KIIMHUIECKUX
MPU3HAKOB MPEACTaBJIeH B Ta0JI. 3, a 1T OTACIbHBIX (DaK-
TOpPOB pUCKa — B Ta0J. 4.

06cyxxaeHune

Hacrosiuee uccienoBaHue moaTBepxkaacT 3HAYUUTE I b-
Hylo reTeporeHHOocTh BAC B oTHOIIEHUM BIUsSIHUS (haK-
TOPOB pHCKa Ha CKOPOCTh ITPOrpecCUpOBaHUS OOJIC3HMU.
[MonyyeHHBIC HAMU JaHHBIE B PSIIE aCIIEKTOB COTJIACYIOT-
csl ¢ MTaHHBIMM JTUTepatypsl [9, 19—32], omHako Takxke ae-
MOHCTPUPYIOT OIpeaesieHHbIe pazauums [33—35], uyto noa-
YepKMBAaeT MHOIOTPAaHHOCTh (haKTOPOB, BIUSIONIMX
Ha TeueHue 3a00JIeBaHus.

CpenHuii Bo3pacT B TPYIIIE MaleHTOB ¢ MEIJICHHBIM
MPOrpeccpoBaHKMEM COCTaB I 59,64 rosia, Torma Kak B IpyII-
TTe ¢ OBICTPBIM MporpeccupoBanreM — 62,73 roma, 4To co-
IJ1aCyeTCsl C MPEAbIYIIMMU JAHHBIMK O TOM, UTO 0OJIee CTap-
I BO3pacT IMAallMEHTOB Ha MOMEHT jebloTa 00Je3HU
accolMMpoBaH ¢ 6osee 6picTpbiM TeueHrem bAC [19].

CpenHee BpeMsi OT Ha4ajla CUMITTOMOB JI0 YCTaHOBJICHUST
JIMarHO3a M BKIIIOYEHHs TTAIIUEHTOB B MCCIIEIOBAHKUE COCTa-

BwiIo 12 Mec (95 % noseputenbHblit uHTepBan 9,00—21,50),
YTO COOTBETCTBYET TaHHBIM MEKITYHAPOIHBIX UCCIICIOBAHMIA
[20, 21], v MeHbILIE BpeEMEHU TUArHOCTUYECKOM 3aepXKKH,
ONUCAHHOM B OTIEJIbHBIX MCCIICAOBAHMX, KOTOPOE COCTaB-
nsteT 17,6 mec [33]. JaHHBbIi (hakT MOXKET CBUAETETCTBOBATh
0 JOCTaTOYHO paHHel nuarHocTrke BAC B Hallleit Koropte
MaleHTOB.

CkopocTtb nporpeccupoBanust BAC B paccmaTrprBaeMoit
BBIOOpKE ObL1a B OOJIBIIMHCTBE CIydaeB MeJIEHHOM, IIPY 5TOM
0oJiee ObICTpOEe TeueHUe 00JIe3HU HAOMIOIANO0Ch TIPU OYyib-
OapHolt (hopMe 3a00/IeBaHUS, YTO COOTBETCTBYET JaHHBIM
JUTepaTyphl 00 accoluanyi OBICTPOro TeYeHUsT O0Ie3HU
¢ OynbOapHbIMU HapylieHusMu [22, 23]. bonee MeaneHHoe
MPOTPECCUPOBaHKE HAOIIONATIOCH MPU LICHHO-TPYIHOM U ITO-
SICHUYHO-KpecTLoBoi ¢opme BAC, yto Takke coryacyercst
¢ JaHHBIMU MPEAbIAYILMX MCCAeI0BaHMIM [24].

B Hacrosiiee BpeMst ITIPOBOAUTCS GOJIBIIIOE YHUCIIO UC-
cJIeIOBaHU, OLIECHUBAIOIIMX BIUSIHUE (haKTOPOB OKPYKal0-
el cpenbl Ha puck passuthst BAC [36—38], omHako, He-
CMOTpPSl Ha BaXHOCTb 3TUX (haKTOPOB, PACCMOTPEHUIO
MX POJIM B MPOTPECCUPOBAHUM OOJIE3HN MOCBSIIEHBI €1~
Hu4Hble paboThl [39]. [losyyeHHblEe HAMU TaHHbIE MOMI-
TBEPKIAIOT KOPPEJISIIUIO ¢ OBICTPHIM ITPOrPECCUPOBAHUEM
BAC Takux ¢pakTopoB, KaK KOHTAKT C TSKEJIbIMU MeTall-
Jamu [9, 25], 3aHsaTre ipodeccoHaIBHBIM CIIOPTOM [9, 26],
BBICOKHIA YPOBEHB CTPecca, IPUBOISIIMIA K YXyIIIEHUIO 3MO-
LIMOHAIBHOTO COCTOSTHYS MaLueHToB [27]. Hamu obHapy»keHa
YMepeHHasT KOpPEJIILIMST HU3KOTO YPOBHsI 00pa30BaHUsI ¢ ObI-
CTPBIM MPOTrPECCUPOBaHIEM O0JIE3HH, UTO COITIACYETCS C TaH-
HBIMU KCCIIEIOBAaHMIA, TAKIKE JEMOHCTPHPYIOIIMX BO3MOKHYIO
CBsI3b 9THX (DAaKTOPOB C IMOBBILIEHHBIM PUCKOM Pa3BUTHS
BAC u ObICTpBIM ITporpeccupoBaHMeM 3aboJieBaHus [28].
Taxcke ¢ BBICOKOI CKOPOCTBIO IIPOrPeCcCUPOBAHMS KOPPEIH-
POBaJIM CJ1a0OCTh MBI IIEU U BEIPAXKEHHOCTD PedIIEKCOB
OpaJIbHOTO aBTOMAaTH3Ma, KOTOPhIE 4acTO HaOJI0AaroTCs
npu OynbdapHOit (popme 00JIe3HM, a TaKKe 3aTpyAHEHUE
MIPY XOAb0E 1 BCTaBaHUMU.

IMonTBepxaeHa paHee onurcaHHas KOPPEJsIs BbICO-
KOro ypoBHs ¢u3udeckoil Harpysku [29, 30], yacToro
yroTpebaeHust koge [31], mprueMa aHTMOKCUIAHTOB [32]
C MeUICHHBbIM TeMIioM pa3BuTus cumnrtomoB BAC. Ilo-
Ka3aHo, YTo AeuunT BuTamMmuHa D acconmmpoBaH ¢ 6oiee
MEUICHHBIM TeUeHUEM 00JIE3HU, YTO PACXOIUTCS C paHee
MOJIyYeHHBIMU JaHHBIMU [34, 35] 1 MOXKET ObITh CBS3aHO
¢ 0COOEHHOCTSIMU BRIOOPKY B HAllleM MCClIenoBaHuu. JlaH-
HOE TTOJIOKEHNE HYKIAeTCs B YTOYHEHUY C PUBJICYCHUEM
OOJIbIIICI KOTOPTHI MAIUEHTOB.

IIpu aHanu3e TeYeHUST U TEMIIa IMPOrPECCUPOBAHUS
BAC B 3aBUCHUMOCTH OT BBIPaK€HHOCTU aTPOMUU MBIIIILI,
yHoTpeOJIeHUsT B IUIILY OBOLIEH U GPYKTOB, KOHTAKTOB
C TSDKCJIBIMM MeTaJlJIaMM, IIpUeMa CTaTUHOB, HaJIW4us
B aHaMHe3¢ OHKOJIOTMYECKUX 3a00JIeBaHUI 1 CaXapHOTO
nrabera KaKux-JI1M00 3aKOHOMEPHOCTEI He BBISIBJICHO.

B Haieit BBIOOpKE MalMeHTOB MPpU MPOBEICHUU (haK-
TOPHOTO aHaJlu3a He BBISIBJICHO CUJIBHOU KOPPEIIIIUU
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MexXIy dakTopaMu pucka v CKOPOCThIO IIPOrpeccrupoBa-
Hust BAC, 4To, BeposITHO, 00YCIOBJIIEHO BBICOKOI TeTe-
POT€HHOCTBIO 3a00JIeBaHUS M OTPaHMYEHHBIM pa3MepOM
BbIOOpKU. OOHapyXeHHbIe MPU3HAKU C YMEPEHHOI
1 cJ1aboit KoppeJsiireil Co CKOPOCThIO ITPOrpeccrupoBa-
Hust BAC cienyeT yduThIBaTh MPY MOCTPOSHUU B OyIy-
IeM MaTeMaTUYeCKMX MOJAeJIeil MporpeccupoBaHUs
0oJsie3HU M OoJiee AeTaJbHO HMCCIeIOBaTh ITaTOTeHETH -
YecKue MEXaHU3MBI.

OrpaHu4YeHUSIMU HACTOSIIIETO UCCIICTOBAHMS SIBJISI-
J0TCSI HE0OJIbIIOM 00beM TpeICcTaBIeHHOM BEHIOOPKU Ta-
LIMEHTOB IIJISI OIIEHKM MHOT000pa3us CpelnoBbIX (HaKTo-
pPOB, OTCYTCTBHE TaHHBIX O Pe3yJbTaTaX FeHETUIECKOTO
HCCIIEOBAaHMS y YaCTU NALIMEHTOB, HEOOJIbIION ITepUOT
HabmoaeHus (3 Mec), OTCYTCTBUE OLEHKU KOHEYHBIX TO-
YyeK paspelieHus1 60JIe3HH (Iepexo Ha MCKYCCTBEHHYIO
BEHTUJISILIMIO JIETKUX WJIM JIeTaIbHbIN ucxom). Tpedyercs
00beIMHEHNE YCUIUIA HEBPOJIOTOB 1 TEHETUKOB JIJIsT O0Jiee
JIETaJIbHOTO aHAJIM3a BIUSHUI CPeTOBBIX (DaKTOPOB PUCKa
Ha TeuyeHue 0O0JIE3HU JBUTATEIBHOTO HEpOHa C y4eTOM
KOHKPETHBIX MYyTalIUii.

BbiBOAbI

BokoBoii aMuoTporuecKuii CKIIepo3 MPeICTaBIIsAET CO-
00i1 reTeporeHHoe 3a00JieBaHE, KOTOPOE TPeOyeT MHIUBU -
JyaJIbHOTO MOAXoNa K IMarHocTuke u jJedeHuto. HecMotpst
Ha TO YTO 3a00s1eBaHKe ObLIO omnrcaHo 6osee 150 jieT Ha3am,
dakTopbl pHcKa, BIUSIOIINE Ha €ro IPOrpecCupoBaHue,
OCTalOTCSI HEMOCTAaTOYHO U3ydeHHBIMM. [1oTydeHHbIe HAaMK
JaHHBbIC TIOATBEPXIAIOT 3HAYMMOCTh TakKMX (DaKTOPOB,
KaK HU3KUI ypoBeHb 00pa30BaHMUsI MallMeHTa, AeOIOT C OyiIb-
GapHBIX CUMIITOMOB M BOBJICYEHMSI MBI IIIEH, BHIPAXKEH-
HOCTb pedIEKCOB OpajJbHOIO aBTOMAaTH3Ma, TPYTHOCTH
IIPY XOIb0OE 1 BCTaBAHMM, KOHTAaKT C TSDKEIBIMU MeTajUlaMH,
3aHSTHE IPOGhECCHOHATIBHBIM CIIOPTOM 1 BHICOKUIA YPOBEHD
cTpecca, ¢ ObicTpbIM TIporpeccupoBaHueM BAC. C memieH-
HBIM pa3BUTHEM CUMIITOMOB 0OJIE3HM KOPPEIMPOBAIN BbI-
COKMIA ypOBeHb (PM3MIECKOI HArpy3KH, YaCToe YITOTpeOIeH e
Kode, MpreM aHTUOKCUIAHTOB, AeULIMT BUTamMrHa D. Yuu-
ThIBasI TIEPCIIEKTUBHOCTb HOBBIX ITOIXOOB K JICYCHUIO, BBI-
siBJIeHUE (DaKTOPOB pHCKa OBICTPOTO MPOIPeCCHpPOBaHMUS
3a00J1eBaHMsI MOXET BHECTU CYIIIECTBEHHBIN BKJIaz B Oymy-
1II1E UCCIICIOBAHUS 1 OLICHKY 3(P(heKTUBHOCTH TePAITHH.
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KnuHuko-anugemmuonornyeckme oCo6eHHoOCTH
60KOBOro aMmMoTpoM4YecKoro ckneposa
B Pecny6nuke bawkoprocran (Poccus)

E.B. Ilepymmna, M.A. Kyriy6aes, K.3. Baxtusiposa

DI'FOY BO «bawkupckuii eocydapcmeentblii meduyunckuil ynueepcumem» Munzdpaea Poccuu; Poccus, 450008 Ya, ya. Jlenuna, 3

KoHTaKThI:

MaHcyp Amuposuy Kytnybaes mansur.kutlubaev@yahoo.com

BBepeHue. bokosoit amuotpotmyeckuii cknepos (bAC) — fereHepatTBHoe 3a60NeBaHNe HEPBHOI CUCTEMbI, PacnpoCTpa-
HEHHOCTb KOTOPOTO 3Ha4YNTENbHO BapbipyeT B Pa3Hbix pernoHax mMupa. Inupaemmnonoruyeckune nccnefosanns bAC s Poc-
cuiickoit ®epepayim HEMHOTOUYUCEHHDI.

Llenb nccnepoBaHuA — npoaHann3npoBatb anupemMuonorudeckue ocobeHHoctn bAC B Pecny6nuke bawkoptoctan (PB)
No AaHHbIM eANHOW rocyAapCTBEHHO MH(OPMALMOHHO cuCTeMbI B cepe 34paBOOXPAHEHMNA U €ro KNUHNYEeCK1e Xapak-
TEPUCTUKM MO AaHHbBIM GONBHUYHOO perncTpa 3a nepuog 2013-2024 rr.

Marepuansl u meTopbl. [IpoBefeH PETPOCNEKTUBLIA aHANN3 3NEKTPOHHBIX MeAULMHCKMUX KapT BCeX NaLUEHTOB, MPOXN-
BaloWux B Pb, KOTOpbIM B TEYEHME aHANN3UPYEMOro NepUOfa Bbin ycTaHoBAEH anarHo3 G12.2 no MexpyHapoaHol knac-
cudmkauuu 6onesHeir 10-ro nepecmotpa. MccnepoBaHue KAMHUYECKUX XapaKTePUCTUK nauueHToB ¢ BAC BbinonHeHo
C MCNONb30BAHNEM [laHHbIX 6ONILHUYHOTO perucTpa, Kotopslit Bencs ¢ 2013 r.

Pesynbtathl. MepeuyHas 3abonesaemocts BAC B Pb 3a nepuoa 2013-2024 rr. Beipocna ¢ 0,7 go 1,1-1,3 cayuas
Ha 100 Tbic. HaceneHus. 06was 3abonesaemoctb BAC 3a faHHbIi Nnepuoa ysenuymunack 6onee yem B 3 pasa - ¢ 0,8 go 2,7
cnyyas Ha 100 Tbic. HaceneHus. Mepable NposBNEHNs GONE3HN Yalle OTMeYanuch B Bo3pacTte 53-66 neT, cpeau nalueH-
TOB npeo6naganu xutenu cena (59,5 %), nogn dusmnyeckoro Tpyaa (48,3 %). MyxuuHbl yawe 6onenu bAC B rpynne
c pebloTom fio 45 net (p = 0,028), y eHILMH Yalie oTMeyanach bynbbapHas dopma 6onesuu (p = 0,046). [lnaryos ycra-
HaBNUBANCA B CPEiHEM Yepe3 rof noce NosABNEHUA NEPBLIX CUMNTOMOB 60NE3HU.

BbiBoAbl. 3a 2013-2024 rr. oTMevancs poct 3abonesaemocti bAC, KOTOpbIA, BEPOSATHO, OTPAXKAET yiydlleHne AnarHo-
CTUKM AaHHoro 3abonesaHus B Pb. bynyuine nccnefoBaHus JOMKHbI YTOUHUTL PONb CPEOBLIX U GUoNOruyeckux dakTo-
pos B pa3sutun bAC.

KnioueBbie cnoBa: 60K0BOIT aMMoTpothUyeckuil CKNepos, anuaemMnuoorus, 3a6onesaemocts, GakTop pucka

Iins uutupoBanus: MNepsywuHa E.B., Kymy6aes M.A., baxtusposa K.3. KnuHuko-3nupemnonoruyeckue ocobeHHocTH Goko-
BOro amuoTpoctuyeckoro ckneposa B Pecnybauke bawkoptoctaH (Poccus). HepsHo-MblweyHble 6onesnn 2025;15(2):48-57.
DOI: https://doi.org/10.17650/2222-8721-2025-15-2-48-57

Clinical and epidemiological features of amyotrophic lateral sclerosis in the Republic
of Bashkortostan (Russia)

E.V. Pervushina, M.A. Kutlubaev, K.Z. Bakhtiyarova
Bashkir State Medical University, Ministry of Health of Russia; 3 Lenina St., Ufa 450008, Russia

Contacts:

Mansur Amirovich Kutlubaev mansur.kutlubaev@yahoo.com

Background. Amyotrophic lateral sclerosis (ALS) is a degenerative disease of the nervous system, the prevalence of which
varies considerably in different regions of the world. Epidemiologic studies of ALS in the Russian Federation are scarce.
Aim. To analyze the epidemiological features of ALS in the Republic of Bashkortostan (RB) according to the data
of the unified state information system in the field of health care and clinical characteristics according to the hospital
register for the period 2013-2024.

Materials and methods. A retrospective analysis of electronic medical records of all patients living in the RB who were
diagnosed with G12.2 according to the 10t revision of the International Classification of Diseases within analyzed
period was performed. The study of clinical characteristics of patients with ALS was done using data from the hospital
registry, which was maintained since 2013.
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Results. The primary incidence of ALS in RB increased from 0.7 to 1.1-1.3 cases per 100,000 population over the period
2013-2024. The overallincidence of ALS for this period increased more than 3-fold, from 0.8 to 2.7 cases per 100 thousand
population. The first manifestations of the disease were more often noted at the age of 53-66 years, among patients
prevailed rural residents (59.5 %), people of physical labor (48.3 %). Men were more often suffered from ALS in the group
with onset before the age of 45 years (p = 0.028), women more often had bulbar form of the disease (p = 0.046).
The diagnosis was established on average one year after the development of the first symptoms of the disease.
Conclusion. There was an increase in the incidence of ALS over 2012-2024, which probably reflects improved detection
of the disease in the RB. Future studies should clarify the role of environmental and biological factors in the development
of ALS.

Keywords: amyotrophic lateral sclerosis, epidemiology, morbidity, risk factor
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BBepeHue

BokoBoii amuorpopuueckuii ckiepos (BAC) — Tske-
JIoe JereHepaTuBHOE 3a00JieBaHUE HEPBHOM CHCTEMBI,
MpUBOAsIIEe K MOCTEIIEHHOW Imbean MOTOHEHPOHOB
U TIPOSIBJISTIONIEECS TTPOTPECCUPYIOIIMMU IBUTATEIbHBIMU
HapymeHusiMu. KiimHudyeckast KapThHa 0OJIe3HU Xapak-
TEPU3YeTCs 3HAYUTETLHOM reTePOreHHOCTBIO 1 OTTPEIeIIsi-
€TCSI BO3pacToM Ne01oTa, HayaJlbHBIMU MPOSBICHUSIMU,
TEMITOM MPOTrPECCUPOBAHUS, CTEIICHbIO BOBJICUEHMS LICH-
TPaJIbHOTO U NIepUpepUIeCKOro HelipoHa, HaJTMIMeM He-
MOTOPHBIX CUMIITOMOB. CpemHsisi MPOAOJIKUTEIbHOCTh
>XM3HU MalMEeHTOB COCTaBIIsSIeT oKoyio 2—3 jeT. B HacTo-
siIiee BpeMs HeT MaTOTeHETUYECKOTO JICYCHHYsI, 3HAYMMO
Bnusioliero Ha tedeHue BAC [1-3].

DNUAEMHUOJOINYECKIUE MCCICIOBaHUS TIOKa3alu,
4yTO pacrnpocrpaHeHHOCTh BAC 3HauMTeIbHO BapbUpPYyET
B pa3HbIX peruoHax Mmupa. Hampumep, B DkBanope ob1iast
3aboneBaeMocTh BAC cocraBisieT okojio 0,26 ciaydast
Ha 100 TbIC. HaceneHusi, B fAmoHum — 23,5 ciayyas
Ha 100 teIc. Hacenenud [4]. B Poccuiickoit Menepanmm
MPOBOIMIIMCH ENMHUYHBIC UCCICIOBAHUS 10 AIMUIEMUO-
snorun BAC. B ogHoM 13 oKpyroB MockBbI 00111ast 3a00-
JIeBaeMoCTh cocTaBuia 1,25 cimyyast (95 % noBepUTEeTBHBIN
untepsai 0,78—1,89) Ha 100 Toic. HaceneHus [5], a B Kpac-
HosipckoM Kpae — 0,5 caydas Ha 100 ThIC. HaceneHUs B Te-
yeHue roja [6]. Ctonb 6oJblIasg BaprnadbeTbHOCTh MOXKET
OBITH CBsI3aHa KaK ¢ OpPraHM3allMOHHBIMU (IIOCTYITHOCTh
CIIeIIMATM3UPOBAHHON MEIULIMHCKON TTOMOIIM, HU3Kast
BBISIBJISIEMOCTD 00JIC3HM), TaK U C MEIUKO-OMOJIOTMIESCKI -
MM (4acTOTa ONpeaeIeHHbBIX MOJIUMOPGU3MOB B Pa3HBIX
STHUYECKMX TPYMIIax, BIUSHUE OKPYXAIOIIel CpPeabl)
U TIPOYMMHM (paKTOpamu.

Pecniyonuka bamkoprocran (PB) — cyobekT Poccuii-
ckoit denepanu ¢ HaceJIEHUEM OKOJIO 4 MJIH YEJIOBeK,
JIOJISI TOPOACKOro HaceleHuss — 62 %, 1Mo 3THUYECKOMY
coctaBy 0K0JI0 90 % cOCTaBIISIIOT pyCCKUE, OaIlIKUPBI ¥ Ta-
tapel. Cronuua — I. Yda, ¢ HaceneHueM 1,163 MIH geso-
BeK. B pecny6iuke pa3BuTa HedTernepepadaTbiBaolast

MPOMBIIIJIEHHOCTh, a TaKXKe 3ePHO-XKMBOTHOBOIYECKOE
HarpaBJIeHUE CEIbCKOTo Xo3sdiicTBa [7]. YHUKAIbHBIE 3T-
HoreorpaduyecKyie 1 COLMaTbHO-3KOHOMMYECKIE OCOOCH-
HOCTH pervoHa 00YCIOBIMBAIOT OCOOCHHOCTU IMUACMHO-
JIOTUU MYJIBTH(haKTOPHAJIbHBIX 00JIe3Hel. B cBsi3u ¢ 3TUM
aKTyaJIbHO U3yYeHUE KIIMHUKO-3MUAEMUOJIOTMYECKUX OCO-
oenHocteit BAC B Pb. DTo m0o3BOJIUT ONTUMU3UPOBATh
IUIAaHMPOBaHUE MEAMIIMHCKOW MOMOIIY MPH JTaHHOM 3a-
00JIeBaHUU, a TaKXKe YJIyYIIUT MOHUMaHNe 3aKOHOMep-
HOCTE, JIeKalluX B OCHOBE BapMabeIbHOCTH €ro pacipo-
CTPaHEHHOCTH.

Ienp uccaenoBanus — MPoOaHATM3UPOBATh STUACMU--
osiornyeckue ocobeHHocT BAC B Pb no naHHbBIM enHOI
rocyaapcTBeHHOI MHMOPMALIMOHHON CUCTEMBI B cdhepe
3IPaBOOXPAHEHUS M €ro KIMHUYECKUE XapaKTePUCTUKU
Mo JaHHBIM OOJILHUYHOTrO peructpa 3a nepuond 2013—
2024 rr.

Martepuanbi u metopbl

151 oLIeHKM MepBUYHOI U 0o0leli 3a00J1eBaeMOCTU
BAC mipoBeneH peTpOoCIeKTUBHBIN aHaIU3 JIEKTPOHHBIX
MEIULIMHCKUX KapT BCeX MallMeHTOB, poXKuBatonux B PB,
KOTOpBIM ObLT ycTaHOBIeH auarHo3 BAC (G12.2 mo Mex-
JTyHapoAHo# Kiaccudukauuu 6ose3Heit 10-ro nepecmo-
Tpa) 3a niepuon 2013—2024 rt. AHAIM3UPOBAIUCH JOCTYITHBIS
KIMHUKO-aHAMHECTUYECKHE TaHHBIE OCMOTPA MalliEHTOB
Bpa4OM-HEBPOJIOTOM, PE3YJIBTaThl J1a0OPAaTOPHBIX MCCIIe-
JIOBaHMUIA, 3JIeKTpoMUorpadru, MarHUTHO-PE30HAHCHOM
ToMorpacuM TOJIOBHOTO ¥ CIIMHHOTO Mo3ra. Eciii umeto-
LIMecs TaHHbIE COOTBETCTBOBAIA TUArHOCTUIECKUM KpPH-
tepusiM BAC [1], maniieHTOB BKJIIOYAIU B aHAJIU3 C PETU-
CTpalleil ITOJIOBO3PACTHBIX XapaKTePUCTUK, MecTa
KUTEJIbCTBA, TPOJOJKUTEIbHOCTH XXU3HU.

HccnenoBanre KIMHUYECKUX XapaKTEPUCTUK Il -
eHTOB ¢ BAC ObL10 BBITIOJTHEHO C UCITOJIb30BAHUEM JTaHHbBIX
OOJILHUYHOTO perucTpa, Kotopslii Bescs ¢ 2013 . B peructp
BKJIIoUanuch Bee cirydau BAC, BoisiBieHHBIE B Pecry0min-
KaHCKOM KiImHu4eckoir 6onabHuiue uM. I.I. KyBaTtoBa
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¢ 2013 r. 1 oTHese HEBPOJIOTUHU TeParieBTUUECKOIO OTAe-
JIEHWST KJIMHUKY Balknpckoro rocy1apcTBEHHOTO MEIM -
LuHckoro yuuBepcuteta (T Y¢ga) ¢ 2020 . B ykazaHHbIe
MeauuuHckue opranusauuu 111 ypoBHS TpaauMLIMOHHO
HampaBJIsII0TCS MalMeHThI ¢ mogo3peHreM Ha BAC u apy-
rve penkve 00Je3HU HEPBHOM CUCTEMBI CO BCEM pecIty-
ok, PeructpupoBaiu gemorpadudeckue, aHTpOroMe-
TPUYECKUE NaHHbIC, BO3PACT HA MOMEHT YCTaHOBJICHUS
JIMarH03a ¥ BOBHUKHOBEHUS ITEPBBIX CUMIITOMOB, MECTO
JKUTETbCTBA, BUI TPYIOBOU AESITEILHOCTH HA MOMEHT OC-
MOTpa, IO BbIXOAa Ha MEHCUIO UM YCTAaHOBJICHUS] MHBA-
JIMAHOCTH, COLIMAJIbHBIA CTAaTyC Ha MOMEHT YCTaHOBJICHMS
JIurarHo3sa (padotaeT, 6e3paObO0THBINM, IEHCHOHED, MHBAINUI),
YPOBeHb 00pa3oBaHus (BBICIIEE, CPEIHEE WIK CPEIHEE CIie-
LIMaibHOE, HETIOJHOE cpeHee), popMa 00s1e3HM (CITUHATb-
Has1, OyabbapHasi, BAC-1110C, IepBUYHBIN JaTepabHbI
CKJIEpO3, TeHepalM30BaHHast). PaccunThiBayv BpeMsi ¢ MO-
MEHTA BO3HUKHOBEHMSI IIEPBBIX CUMIITOMOB JI0 YCTAHOBJIE-
HUS AuarHosa (Mec), MPOIOKUTEIbHOCTh 00J1e3HN (Mec)
OT MOMEHTA BO3HMKHOBEHHSI TIEPBBIX CUMIITOMOB I MOMEH-
Ta yCTaHOBJICHMS nuarHo3a. OLIEHMBAIU TSDKECTh O0JIE3HU
no mkaje King’s College Hospital (JIonaoH) [8] perpocnek-
TUBHO Ha OCHOBaHUU MMEIOLINXCST KIMHUIECKUX TaHHBIX
Ha MOMEHT YCTaHOBJICHMSI IMarHO3a, a 3aTeM IPOCIIEKTHBHO.
PaccunThiBasii CKOPOCTh MPOTPECCUPOBaHUS 0OJIE3HU
o ¢opmyie: 48 — 6ain mo ALFRS-R (Revised Amyotrophic
Lateral Sclerosis Functional Rating Scale) Ha MOMEHT ycTa-
HOBJICHUS JYarHo3a/IIuTeIbHOCTb 00Je3HN B Mecsiax
Ito mepBoii oueHkH [9, 10]. Temm nporpeccupoBaHuUs B yc-
JIOBHBIX €IMHULIAX CYUTAJICS MEIJICHHBIM IIPU ITOKa3aTe-
ne <0,45, obictpeiM — oT 0,45 10 0,54 1 CTpEMUTETTLHBIM —
ot 0,55 u GoJtee.

151 CTaTUCTUYECKOTO aHaJlM3a UCIIOJIb30BaHa IIPo-
rpamma IBM SPSS Statistics v.27 (IBM, CIIA). I1pume-
HSUTUCh METOIbI HETTapaMeTPUUECKOM CTaTUCTUKU. JlaHHbBIe
MIPEICTABJICHBI B BUIIE MEAVAHBI M MEXKKBapTUIILHOTO pa3-
Maxa. buHapHbIe TaHHbIE CPAaBHUBAJIM C TIOMOIIIBIO ITapa-
MeTpa 2, CYETHBIE — C TIOMOLIBIO TeCTa MaHHa—YUTHH,

JUUISI CpPaBHEHUSI CUETHBIX TaHHBIX B O0Jiee yeM 2 rpyrmiax
ucnojb3oBaiu Tect Kpackena—Yomnuca. CTaTUCTUYECKU
3HAYMMOM cuuTanu pasHuiy npu p <0,05.

Pe3synbrathbl

IepBuunas 3aboneBaecmocth BAC B Pb 3a nepuon 2013—
2024 rr. BappupoBaia B npenenax 0,7—1,3 caydas Ha 100 ThIc.
HacesieHud. o 2020 1. BKIIFOYMTEILHO JaHHBIN IT0Ka3aTeb
He npesbIan 1 cayvait Ha 100 Thic. HaceneHus, a ¢ 2021 .
coxpaHsuics Ha ypoBHe 1,1—1,3 ciryyas. JIlnHamuka rmokasa-
Tesst oouieit 3adoneBaemoct BAC B Pb 3a aHanuzupyeMslii
MepUo, XapaKTepr30oBajach SBHbIM pocToM: ecsid B 2013 .
oH coctaBui 0,8 ciyyast Ha 100 ThIC. HaceneHust, To B 2024 1. —
yxe 2,7 caydad Ha 100 Teic. HaceaeHUs1. OTHOCUTEIBLHOE
CHIDKEHMeE TToKazarelist Habmoaanoch uiib B 2020 1., Bo Bpe-
MsI aKTMBHOTO PACIIPOCTpaHeHWsI HOBO KOPOHABUPYCHOI
nHpekuuu (puc. 1).

AHaIN3 KIMHUKO-IeMorpaduyecKux Irokasaresiei
npoaeMoHCcTpupoBaj, 4yTo BAC yalie Bcero BBISIBIISIICS
y HallMEeHTOB B BO3pacTe 55—67 JIeT, B TO BpeMsI KaK ITepBbIe
MPOSIBIICHUS 0OJIE3HM Yallle OTMeJaluch B 53—66 Jer.
Y 74,7 % nanueHToB TiepBble cuMIitoMbl BAC mosiBUIMCH
B Bo3pacte 45—70 J1eT, TUTTMYHOM JIJIs1 JAHHOTO 3a00/IeBaHMS,
y6,6 % —no45Sner,ay 17,7 % — nocne 70 net. CooTHOIIEHYE
MYX4rH 1 XeHIIuH 1pu BAC 6b110 ogHakoBbIM. [1o co-
LIMAJILHOMY CTaTycy Mpeodianaiy IeHCUOHEPHI, YTO CBSA3aHO
C OTHOCHUTEJIbHBIM ITO3MHUM HayasioM 6osie3Hu. 1o xapakre-
DY TPYIOBOIA IESITEIBHOCTH JI0 TTOJIOBUHBI TTAIIUEHTOB 3aHU-
MaMch (hU3MYECKUM TPYIOM, y 28 % MalMeHTOB JaHHBIX
I10 BUJIy TPYAOBOI IITEILHOCTH He 1orydeHo. [1o ypoBHIO
00pa3oBaHusT 60JIBIIMHCTBO (61 %) MMeM cpeHee T CPel-
Hee crielMaibHoe oopasoBaHue. bojiee MoJoBUHBI MallieH-
TOB (59,5 %) NpOXUBaIu B CENbCKUX paiioHax Pb.

B 55 % cny4aeB y malieHTOB OTMeYajiach CIIMHAb-
Has ¢popma BAC, B 28 % — 6ynbbapHas. ®opma «bAC-
IJII0C» BCTpevanach y 4,3 % malMeHTOB U B OCHOBHOM
npeacrasieHa couetaHueM BAC ¢ 100HO-BUCOYHOM Je-
MeHuMen [2, 3], B eITMHUYHBIX cllydasX HaOI01al0Ch

3abonesaemoctb Ha 100 Tbic. HaceneHna /
Incidence per 100 thousand population

B (O6wya5 3a60neBaemocTb /
Total incidence

MepsuyHan 3abonesaemocts /
Primary incidence

0 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024
fon / Year

Puc. 1. O6was u nepsuunas 3a601e6aemocms 60K08bIM aMUOMpoduuecKum ckaepozom 8 Pecnybauxe bawkopmocman 3a 2013—2024 ze.

Fig. 1. Total and primary incidence of amyotrophic lateral sclerosis in the Republic of Bashkortostan in 2013—2024
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Taomuna 1. Kiunuxo-demoepagpuueckue noxazamenu nayueHmos ¢ 60Kosvim amuompoguueckum ckaepozom 6 Pecnyonuxe bawkopmocman
Table 1. Clinical and demographic indicators of amyotrophic lateral sclerosis patients in the Republic of Bashkortostan

Boapacr, set (Mmenuana, MKP)
Age, years (median, IQR)

Tlon, n (%):
Gender, n (%):
MYXXCKOH

male
KEHCKUN
female

[55,75, 67,25]

239 (50,9)
231 (49,1)

Mecrto xurenbctBa, 1 (%):
Residency, n (%):

Yoba

Ufa

JIPyTHE TOpoaa

other cities

parioHbI

districts

116 (24,7)
75 (15,8)
279 (59,5)

3aHATOCTh, 1 (%):
Occupation, 7 (%):
paboTaroliue
employed
HepaboTaoImne
unemployed
TIEHCUOHEPBI
retired
HET JaHHbIX
no data

149 (31,7)

56 (11,9)

263 (56,0)
2(0,4)

Tun TpynoBoit aesTeabHOCTH, 1 (%):
Type of work, n (%):

WHTEJUIEKTyaTbHAsT

intellectual

dusnueckas

physical

HET JIaHHbIX

no data

111 (23,6)
227 (48,3)
132 (28,1)

YpoBeHb o6pazoBanus, # (%):
Education level, n (%):
BBICIIIEE
higher education
cpenHee/cpeaHee CIIeMaaIbHOe
secondary professional education
HETIOJIHOE CPETHEE
incomplete secondary education
HET JaHHBIX
no data

113 (24,0)
289 (61,5)
15(3,2)
53 (11,3)

®opwma 3a6oneBanus, n (%):
The form of the disease, 7 (%):

CIIMHAJIbHAs

spinal

OynpOapHast

bulbar

anddysHast

diffuse

BAC-mitoc

ALS-plus

MEPBUYHBIN JIaTepaJIbHbIN CKJIEPO3

primary lateral sclerosis

HET TaHHBIX

no data

260 (55,3)
132 (28,1)
7(1,5)
20 (4,3)
9(1,9)
42(8,9)

Parameter Value

Bo3spact nepBbIX MPOsIBIICHWH, JIeT (MeInaHa, 59
MKP) [53,00; 66,00]
Age of onset, years (median, IQR)

Bospacr navana 3a6onesanus, n (%):
Age of onset, 1 (%):

<45 ner 31 (6,6)
<45 years
45—70 ner 351 (74,7)
45-70 years
>70 ner 83 (17,7)
>70 years
HET JaHHBIX 5(1,1)
no data
Bpewmst oT mosiBIeHUsT CUMIITOMOB 0 YCTaHOB- 12
JIeHUs IuarHo3a, mec (Meauana, MKP) [7,00: 19,00]
Time from onset to diagnosis, months (median, IQR) T
TTpomokuTeTbHOCTh 32a00JIEBAaHUSI C MOMEHTA
MOSIBJICHUS MIEPBBIX CUMIITOMOB, MeC (Meaura- 29

Ha, MKP)
Duration of the disease from the onset, months
(median, IQR)

[19,00; 41,50]

TTpomokuTeIbHOCTh 3a00JIEBaHUSI C MOMEHTA
YCTaHOBJIEHUSI IUATHO3a, MEC

13,5
(menuana, MKP) =8
Duration of the disease from the moment [8,00; 23,00]
of diagnosis, months (median, IQR)
CKOpOCTh IMPOTPECCUPOBAHUS 113
(mMenuana, MKP) 0.5 6,' 2.00]
Rate of progression (median, IQR) e
Tewmmn niporpeccupoBaus, 1 (%):
Progression rate, 7 (%):
MeuteHHbIH (<0,45) 69 (14,7)
slow (<0.45)
onicTphrit (0,45—0,54) 19 (4,0)
fast (0.45—0.54)
CcTpeMUTeNbHBII (>0,54) 268 (57,0)
impetuous (>0.54)
HET TaHHbIX 114 (24,3)
no data
Cramust 6one3nu o cucteme King’s College
Hospital, n (%):
King’s College Hospital stage, n (%):
| 19 (4,0)
11 100 (21,3)
111 66 (14,0)
IVa 74 (15,7)
I'Vb 98 (20,9)
HET JaHHBIX 113 (24,0)
no data

Ilpumenanue. 30eco u danee 6 mabauyax: MKP — mexckeap-
MUNbHBLI pasmax.

Note. Here and further in the tables: IOR — interquartile range.
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Tadoauna 2. Kiunuko-demogpaguueckue nokazamenu nayueHmos ¢ 0yas0apHoi u CRUHAAbHOU (hopmamit 60K08020 AMUOMPOPUHECK020 CKAEPO3a
Table 2. Clinical and demographic indicators of patients with bulbar and spinal forms of amyotrophic lateral sclerosis

Parameter

Spinal onset (n = 214) Bulbar onset (n = 110)

Bospacr, ner (mennana, MKP) . .
Age. years (median. IQR) 60 [54,00; 66,00] 62 [56,50; 68,50] 0,009
Tlon, n (%):

Gender, n (%):
MY>KCKOW 117 (54,7) 47 (42,7)
male
KEHCKUIA 97 (45,3) 63 (57,3)

female

0,046

Mecro xurenbcTBa, n (%):
Residency, n (%):
VYba 47 (22,0) 22 (20,0)
Ufa
NpyTye ropoaa 36 (16,8) 16 (14,5) 0,904
other cities
paiioHbI 131 (61,2) 72 (65,5)

districts

3aHATOCTb, 1 (%):

Occupation, #n (%):
paboTarorine 93 (43,5) 29 (26,4)
employed 0.004
HepaboTaroIme 24 (11,2) 11 (10,0) >
unemployed
IIEHCHOHEPBI 97 (45,3) 70 (63,6)

retired

Tun TpynoBoii nesiteabHOCTH, 1 (%):

Type of work, n (%):
WHTEJUIEKTyaTbHAasT 64 (29,9) 38 (34,5)
intellectual 0.372
dusnyeckas 138 (64,5) 65 (59,1) >
physical
HET JaHHBIX 12 (5,6) 7 (6,4)

no data

YpoBeHb o6pa3oBanus, # (%):

Education level, n (%):
BBICIIIEE 60 (28,0) 34 (30,9)
higher education
cpenHee,/cpenHee CrelnaaIbHOe 131 (61,2) 58 (52,7)
secondary professional education
HETIOJIHOE CpeIHEee 7 (3,3) 8(7,3)
incomplete secondary education
HET JaHHBIX 16 (7,5) 10 (9,1)

no data

0,164

Bospact nepBbix nposiBieHui, jiet (Menuana, MKP) . .
o R S (o, TG 59 [53,00; 64,00] 60 [55,00; 67,5] 0,011
Bpewmst oT mepBbIX CUMITTOMOB 10 YCTaHOBJICHUS
nuarHosa, Mec (Menuana, MKP) 12 [7,00; 19,00] 10 [6,00; 15,00] 0,023
Time from onset to diagnosis, months (median, IQR)

Bospact Hauana 3a6oseBanust, n (%):
Age of onset, n (%):

<45 ner 19 (8,9) 6 (5,5)

<45 years 0314
45—70 ner 170 (79,4) 86 (78,2) 2
45—70 years

>70 ner 25 (11,7) 18 (6,4)

>70 years
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OkoHuanue maba. 2

End of table 2
karamicten Spinal onset (n = 214) Bulbar onset (2 = 110)
TTponoskuTeIbHOCTh 3200JI€BaHMSI C MOMEHTA MOSIB-
JICHUS TIEPBBIX CUMIITOMOB, Mec (MenuaHa, MKP) 32,0[22,0; 43,00] 27 [17,50; 35,50] 0,007
Duration of the disease from the onset, months (median, IQR)
TTponokuTeIbHOCTh 32a00JIEBAaHUSI C MOMEHTA yCTa-
HOBJICHUS AUarHosa, mec (Mmenuana, MKP) . .
Duration of the disease from the moment of diagnosis, 15,0[10,00; 29,00] 12,0 [7,00; 21,00] 0,032
months (median, IQR)
Temmn mporpeccupoBanust (MennaHa, MKP) . .
N ) 1,23 [0,68; 2,10] 1,54 [1,00; 2,82] <0,001
Temm iporpeccupoBanus, # (%):
Progression rate, n (%):
MemieHHbIi (<0,45) 51(23,8) 5(4,5)
slow (<0.45) <0.001
obicTphiit (0,45—0,54) 11 (5,1) 6(5,5) >
fast (0.45—0.54)
cTpeMuTeNbHbIN (>0,54) 152 (71,0) 99 (90,0)
impetuous (>0.54)
Cranus 6ose3nu o cucteme King’s College
Hospital, n (%):
King’s College Hospital stage, n (%): 6
1 11(5,1) 7 (6,4)
Il 82 (38,3) 10 (9,1) <0,001
111 45 (21,0) 13 (11,8)
IVa 31 (14,5) 32 (29,1)
1Vb 145 (21,0) 48 (43,6)

COUYETaHME C TIa30BUTaTeIbHBIMU, SKCTPAMpaMUIHBIMU
HapyueHusiMu [10]. JlnarHo3 ycTaHaBIMBAJICS B CpeIHEM
yepe3 12 Mec TTocJIe TOSIBICHHS TIEPBBIX CUMITTOMOB. Temrn
MPOrpPecCUPOBaHMsT 0OJIE3HU Y OOJIBIIMHCTBA MAIEHTOB
(57 %) olieHMBaJICSl KaK CTpEeMUTEIbHBIN. MenuaHa mpo-
JTOJDKUTETbHOCTH KU3HM COCTaBWIa 29 MeC OT MOMEHTa Mo-
SIBJICHUST TIEPBBIX CUMIITOMOB. BOJIBIIMHCTBY NalliEeHTOB
(mo 21 %) nuarno3 BAC 6b11 ycraHosieH Ha 11 v IVb (tep-
MUHAJIBHOI) CTaauy 00JIe3HU; TMarHO3 Ha HadyaIbHOM CTAamIuK
OBbLT YCTAHOBJIEH TOJIBKO Y 4 % matyeHToB (Taoi. 1).
CpaBHUTEJIbHBIN aHAIU3 MaUUEHTOB ¢ OyJabOapHOit
U cnuHanbHOi hopMamMu BAC BbISIBUN psif pa3sindUii.
IMamuenTsl ¢ Oynb0apHOI (hopMoOit ObLIM CTaplle, COOT-
BETCTBEHHO CpeIM HMX ObUIO OOJIbIle MEHCUOHEPOB,
T10 MOJIOBOMY COCTaBY IIpeo0iagaiy XXeHIIuHbL. [Tpomo-
KUTEJIbHOCTD XXU3HU MaLlMEHTOB C OyJb0apHoi (popMoit
OblIa MEHBIIIE, TEMIT IIPOIPECCUPOBAaHMS 60JIE3HU B 0OJIb-

IIMHCTBE CJIy4aeB ObLI CTPEMUTEIbHBIM, TUAarHO3 YCTAHAB-
JIMBAJICS paHbIIIe, YeM IIPU CIIMHAJILHOM (hopMe, HO B TO K&
BpeMsl yallle B TepMUHAJIbHOM cTaguu (Taoi. 2).

CpaBHUTENIbHBII aHAJIM3 TPYIIII MAlMEHTOB C Ie0I0TOM
00JIe3H1 B pa3HBIX BO3PACTHBIX IPyIIIax IToKa3aj, 4To cpe-
IV JTAII C pAHHUM HavyaioM 00JIe3HU MPeo0Iaaail MyKIu-
HbI (76 %), y HIX OTMEYaJICSI OTHOCUTEILHO O0Jiee MeIIeH-
HBII TEMIT IIPOrPeCCUPOBaHUS OOJIE3HU M, COOTBETCTBEHHO,
06bILIast TPOIO/IKUTETLHOCTD KU3HU, YeEM B 2 IPYTUX TPYII-
nax. Cpeny MauyeHToB ¢ mo3aHuM HayaioM BAC 6b110 6051b-
11I¢ TTAalIMEHTOB C HEITOJIHBIM CPEeIHUM 00pa30BaHUEM, UTO,
BEPOSITHO, CBSI3aHO C COLMATbHO-3KOHOMUYECKUMU YCIIO-
BUSIMU TIOCJICBOGHHOT'O BPEMEHH, Ha KOTOPOE IPUIILIIUCH
TO/Ibl JOHOCTH Ha3BaHHBIX JIMII. B rpymme ¢ mo3aHuM Hava-
JIOM IMaTHO3 IOCTOBEPHO Yallle yCTaHABIMBAJICS Ha TEPMU-
HaJIbHOM CTaaMu OOJIE3HU, HEXEIW B TPYIIIE MallMEHTOB
C paHHMM HayvaJioM (Tab1. 3).
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Tabmuua 3. Knunuko-oemoepaguueckue nokasamenu nayuenmos ¢ Ha4aiom 601e3HU @ Pa3HbIX 603PACHHbIX SPYRNAX
Table 3. Clinical and demographic parameters of patients with disease onset in different age groups

Early onset Typical onset Late onset
(<45 years) (4570 years) (>70 years)
(n =25) (n = 256) (n =43)

Parameter

Ton, n (%):

Gender, n (%):
MYXCKOM 19 (76,0) 123 (48,0) 22 (51,2)
male
KEHCKUI 6 (24,0) 133 (52,0) 21 (48,8)
female

0,028

MecTto XuTteabcTBa, 1 (%):
Residency, n (%):
Ypa 6 (24,0) 50 (19,5) 14 (32,6)
Ui 0,344
JIpyTUe Topoja 4 (16,0) 43 (16,8) 4(9,3)
other cities
paiioHbI 15 (60,0) 163 (63,7) 25 (58,1)

districts

3aHATOCTD, 1 (%):
Occupation, 7 (%):
paboTarolue 18 (75,0) 102 (40,0) 2(4,7)
employed
HEpabOoTaoLIE 6 (25,0) 29 (11,4) 0 <0,001
unemployed
TIEHCUOHEPHI 0 124 (48,6) 41 (95,3)

retired

Turm TpynoBoOii nesiTeabHOCTH, 1 (% ):

Type of work, n (%):
WHTEJUIEKTyaTbHasT 10 (40,0) 76 (29,7) 16 (37,2)
intellectual 0274
dusnyeckas 15 (60,0) 167 (65,2) 21 (48,8) >
physical
HET JaHHBIX 0 13 (5,1) 6 (14,0)

no data

VYpoBeHb o6pa3oBanus, # (%):

Education level, n (%):
BBICIIICE 8 (32,0) 70 (27,3) 16 (37,2)
higher education
CpeIHEe/CPENHEE CIIENUATLHOE 16 (64,0) 157 (61,3) 16 (37,2)
secondary professional education
HEIIOJIHOE CpeTHee 0 10 (4,0) 5(11,6)
incomplete secondary education
HeT JaHHBIX 1(4,0) 19 (7,4) 6 (14,0)

no data

0,022

®opwma 3a6oneBanus, n (%):

Disease form, n (%):
OynpOapHast 19 (76,0) 170 (66,4) 25 (58,1)
bulbar
CIIMHAIbHAsA 6 (24,0) 86 (33,6) 18 (41,9)

spinal

0,314

Bospact nepBbIX POSIBIEHMA, JIET
(menuana, MKP) 35,0 [30,50; 41,00] 59,0 [54,00; 63,00] 72,0 [71,00; 75,00]  0,0001
Age of onset, years (median, IQR)

Bpemst oT epBbIX CUMIITOMOB JI0 YCTAHOBJIE-
HUA IuarHosa, mec (Mmeanana, MKP) 9,0 [6,00; 17,50] 12,0 [7,00; 18,00] 10,0 [6,50; 19,00] 0,079

Time from onset to diagnosis, months (median, IQR)
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Early onset
(<45 years)
(n =25)

Parameter

OkoHnuanue maba. 3
End of table 3

Late onset
(>70 years)
(n =43)

Typical onset
(45—70 years)
(n = 256)

HpOI[OJDKI/ITeJ'H)HOCTL 3a00JIeBaHUSI C MOMEHTa
TIOSIBJICHMSI TIEPBBIX CUMIITOMOB, MeC (Meaura-
Ha, MKP)

Duration of the disease from the onset of the first
symptoms, months (median, IQR)

ITponomxuTeIbHOCTh 3a00J1€BaHUSI C MOMEHTA
YCTaHOBJIEHUs TUarHo3a, Mec (MenuaHa, MKP)
Duration of the disease from the moment of diagnosis,
months (median, IQR)

Temm iporpeccupoBanus (Menuana, MKP)
Rate of progression (median, IQR)

Temm nporpeccupoBanus, # (%):
Progression rate, n (%):

MemieHHbI (<0,45) 7 (28,0)
slow (<0.45)
obicTpoiit (0,45—0,54) 0
fast (0.45—0.54)
cTpeMuTeTbHBIN (>0,54) 18 (72,0)
impetuous (>0.54)

Cranus 6ose3nu o cucteme King’s College

Hospital, n (%):

King’s College Hospital stage, n (%):
1 3 (12,0)
II 9 (36,0)
11 7 (28,0)
IVa 5 (20,0)
IVb 1(4,0)

42,5[33,00; 57,25]

31,0 [19,75; 40,00]

0,84 [0,46; 2,48]

29 [21,00; 41,00] 24116,50:36,50] 0,006
14,0 [9,00; 24,00] 11,0 [5,50; 18,50] 0,002
1,33[0,73; 2,11] 1,5710,90;3,24] 0,075
45 (17,6) 4(9,3)
0,257
15(5,9) 2(4,7)
196 (76,6) 37 (86,0)
12 4,7) 3(7,0)
75 (29,3) 8 (18,6) 0,016
43 (16.8) 8 (18.6)
54(21.1) 4(9,3)
72 (28.1) 20 (46,5)

06cyxpeHune

B pabGorte BriepBbIe IPOBEIECH aHAIU3 TUHAMUKHN K-
HUKO-3MMuaeMuosiornyeckux nokasareneii BAC B Pb
3a nocjeaHue 12 net. IlepBuunas 3adoneBaeMocTh BAC
B pecnybiuke coctaBuia 1,1—1,2 ciayvas Ha 100 ThIC. Ha-
CEJIEHMSI, YTO MOXHO paclieHUBaTh KaK OTHOCHUTEIIHBHO
HUM3KUIA TOKAa3aTeJb MPY COMOCTABJIEHUM C JaHHBIMU, T10-
JydeHHbIMU B cTpaHax 3amnanHoii EBponbl u CeBepHoii
Awmepuku [4]. O6ias 3a6oieBaemocth BAC B Pb cocra-
Buia 2,5 cayyas Ha 100 Thic. HaceJIeHUs, YTO B HECKOJIBKO
pa3 HIXe, YeM B pa3BUTHIX CTpaHaX. AHAJIU3 TUHAMUKU
rmokazaTejieil 3a00JIeBaEMOCTU IIPOJEMOHCTPUPOBAI,
4yTo nepBUYHas 3adoneBaemMocTb BAC 3a nepuon 2013—
2024 rr. BeIpocjia HE3HAYMUTEILHO, YTO, CKOpee BCEro, CBsI-
3aHO C YJYYIIEHUEM BBISBISICMOCTU OOJIE3HU, HEXEIIN
C UCTMHHBIM YBEJIMYEHUEM YKCIIa ciiydaeB. OTYacTU pOCT
nokasateneit obuieit 3adoneBaeMoctu bBAC B Pb MoxHO
OOBSICHUTD I100aJIbHBIMU TIPOLIECCAMU CTaPSHUS Hacelle-
HuUg [12]. DTo MOXeT OBITh CBSI3aHO KaK C yBEJIWYEHUEM
MPOIOJIKUTEIBHOCTY XXU3HHM, TaK U CO CHUKCHUEM YPOB-
HSI POXXIAEMOCTH.

3aMeTHOe CHIKEHME MToKa3aTeleil ITIepBUYHOM U 00-
et 3a6omeBaeMoct BAC B Pb ormeuanocs B 2020 1.,
BO BpeMsT HauboJiee CIIOKHOM IIJIT CUCTEMBI 3[paBOOXpa-
HeHus ¢as3bl nanaemun COVID-19. B ocHoBe maHHOrO
¢deHOMeHa, BEpOSITHO, JICKHUT HETOCTATOUHASI TOCTYITHOCTh
CHEeNATN3UPOBAHHOM MEIUIIMHCKOM ITOMOIIM B YCIIOBU-
SIX aKTUBHOTO pacCIpOCTPaHEHNST HOBOM KOPOHABUPYCHOM
WHOEKINN. DTO MPEIITOI0XKEHNE OATBEPXKIACTCS CyIIe-
CTBEHHBIM YBEJIMYECHUEM ITepBUYHON 3a00JI€BAEMOCTH
B ciaenytonieM, 2021 r., BeposiTHO, 3a cueT oOpalleHUs
3a MEIWUIIMHCKON TTOMOIIBIO B TOM YHMCJIE U TeX, ¥ KOTro
CUMIITOMATHKA pa3BUIIach B NIpeAbIOyIINe roabl. Cxoxue
JAHHbBIC OBIIY MOTYYEHBI U B IPYTUX SITUIEMUAOTOTMUECKIX
ucciaenoBanusax BAC, BKIIoYalomyx nepyoa naHaeMuu
COVID-19 [13].

AHanM3 KIMHUKO-IeMoTpaduIecKuX IoKa3aTenei
naiueHToB ¢ BAC BBISIBIIT XapaKTepUCTUKN, BO MHOTOM
TUIIMYHbBIE 1] JaHHOro 3aboneBaHus [1, 4]. [Tpumeya-
TEJIBHO, YTO OOJIBIIMHCTBO ITAIIMEHTOB B HAIlIei BHIOOPKE
ObUTM XUTensiMuU cena. Jlonst cenbeckoro HaceneHus B Pb
cocrabsieT okojio 40 %, B TO BpeMsI KaK Cpeau MallieHTOB
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¢ BAC nmons cenbckux xkxuteneit coctaBuia 60 %. Bos-
MOXXHO, JaHHBII ITOKa3aTellb JaXe BHIIIC, YYUTHIBAd,
4yTO BBISIBISIEMOCTh BAC B celbCKON MECTHOCTU XyXKe,
yeM B ropoze [ 14]. Panee npoBeneHHbIE KCCAEIOBaHMS I1O-
Kaszaju, 4To puck pa3Butus BAC mMoBbIlIEH Cpeau JuIl,
MPOKMBAIOIIMX BOJIM3U 00pabaThIBAEMBbIX 36MEJIb CEIBCKO-
XO3SIICTBEHHOTO Ha3HAYEHUsI, YTO YKa3bIBaeT Ha BOZMOX-
HYIO POJIb arpOXUMUYECKUX CPEICTB B KAUECTBE TPUITEPOB
TMAaTOJIOTMYECKOro Mpoliecca IMpyu TaHHOM 3abojieBaHuu [15].
C 3TUMU pe3yIbraTaMy TakKKe COOTHOCUTCS TO, YTO 0OJIb-
IIWHCTBO MaiueHToB ¢ BAC 3aHMManuch Gpru3nyecKum
TpyaoM. Cxoxue pe3yJbTaThl ObUIM IOJyYeHBl paHee,
HO aHaJIu3 JaHHBIX MOKa3all, 4To 3(PPeKT PU3nIecKoro
Tpyaa Ha puck pa3Butusi BAC MoxkeT ObITh CBSI3aH C MOBBI-
IIEHUEM apTepUaIbHOTO MaBJICHUS U 6oJiee BHICOKOM Ya-
cToToii Kypenus [16]. OqHako y 28 % nalmeHTOB XapakTep
Tpyaa He ObLT M3BECTEH, YTO TPEeOYeT OCTOPOXKHOCTH B MH-
TepHpeTaly 3TUX JaHHBIX.

JunarHo3 BAC yctaHaBIMBaJIcsl B CpeIHEM Uepe3 ToJ,
IOCJIe TOSIBJICHUS MEePBBIX CUMIITOMOB. KaxkmoMy 5-My
MaleHTy TMarHo3 yCTaHAaBIMBAJICSI Ha TEPMMHAJIbHOMN
cTamuu 00JIe3HU, 110 CYTH, TIepe cMepThio. [1poliece muar-
HOCTUKU OBUT 00Jiee JUIMTEIbHBIM Y MALMEHTOB CO CIIU-
HaJIbHOM (hOPMOIi, a TaKKe Y IMallMeHTOB ¢ HayajaoM 00-
Je3nu nocie 70 jer. 3amepKKa YCTaHOBJEHUS IUarHo3a
MOXET OBITh CBsI3aHa C LIEJBIM PsIoM (haKTOPOB, TAKUX
KaK OTCYTCTBHME HalleXXHBIX OIOMapKepoB OO0JIE3HU, IeTe-
POreHHOCTb KIIMHUYECKOI KapTUHBI, a TAKXKe HETOCTaTOY~
HBIi1 OIBIT Bpaya B TMarHOCTUKE PEAKMX 00JIe3HE HEpBHOI
CHCTEMBI. Y MOXWIBIX AIMEHTOB ¢ MHOXECTBEHHOM KO-
MOPOUAHOCTBIO cUMITTOMBI BAC HepeaKo MbITalTCs CBSI-
3aTh C APYTMMU 00JIE3HSIMU HEPBHOM CHCTEMBI (BepTeOpo-
TeHHOM TaToJIoTuel, moJnHeiiponarueit u np.) [17].

bynsbapnas ¢opma BAC xapakrepuszoBajiach 0osee
TSDKEJIBIM TEYCHUEM M MEHBIIEH MPOIOJIKUTETbHOCTHIO
JKU3HM, YTO TTONTBEPXKAAET Pe3YJIBTaThl paHee OIMy0InKOo-
BaHHBIX ucciaenoBanuit [18, 19]. [lauueHTaM ¢ faHHOM
(opmoii 6oJIe3HM HEOOXOAUMO PEIIeHHE CIIOXKHBIX BOITPO-
COB, CBSI3aHHBIX C TaCTPOCTOMMUEH, MbIXaTeJIbHOM MO -
JIEP>KKOI Ha 00Jiee paHHMX CTaAMSIX, HEXKEJIM MallieHTaM
CO CITMHaAbHBIMU (hopMamu [18].

AHaIN3 10 BO3PaCTHBIM IPYIIIaM IToKa3aJl, YT0 CPeau
MoJionbix mauueHToB ¢ BAC npeobnagany My>K4uHbI. Posib
reHaepHoro ¢akrtopa B pa3Butuu BAC HeomHO3Ha4yHa.
Panee B renetnyeckux monensix BAC, accoltmupoBaHHbIX
¢ MyTauueii B reHe SOD- 1, He ObLUIO BBISIBJICHO pa3inyuii
B TeYCHUHU OO0JIE3HU M BO3PACTe Havyaia y XKMBOTHBIX MYX-

CKOTIO 1 XeHcKoro 1nosa. Takum o6pa3om, mpeobiagaHue
MYXUMH CPeIy MallMeHTOB C paHHUM HayaJloM 0OJIe3HH,
BEPOSITHO, MOXET OBbITh CBSI3aHO CO CPeIOBbIMU DaKTOpa-
MU: 00Jiee BBICOKOM 4acTOTON (PU3UUYECKOro Tpyla, BO-
BJICUEHHOCTBIO B TPABMOOTMACHbBIE BUIBI CIIOPTA, KYPEHU -
eMm u np. [20]. Temnsl nmporpeccupoBaHUs OOJIe3HU
B Tpynie MojoAblx nmauueHToB ¢ BAC ObLiu HuUXe,
YeM B OCTaJIbHBIX IPYIIax, YTO MOATBEPKAAeT OOIbIIYIO
TMOABEP>KEHHOCTh IeTeHepaTUBHBIM U3MEHEHUSIM HEPBHOM
CHUCTEMBI B IOXUJIOM Bo3pacte [19].

OrpaHuYeHUEeM JaHHOW pabdOThl ABJISIETCS TO,
YTO KIMHUYECKUE XapaKTEPUCTUKU OLIEHUBAIUCH TOJIBKO
MO0 NaHHBIM TOCIMUTAJbHOIO perucrpa. PaHee cpaBHU-
TeJbHBII aHaINU3 MOMYISIMOHHBIX U TOCITUTAIbHBIX pe-
TUCTPOB ITOKa3aJjl, YTO BO BTOPOM CJIydyae BhIIlIe BEPOSIT-
HOCTb MPEIB3SITOCTU IpU (POPMUPOBAHUY BHIOOPKHU [21].
B Pb nainueHThI 17151 MOATBEPXXAESHUS AUarHo3a Tpaau-
LIMOHHO HAIIPaBJISIIOTCS B 2 MEAUIIMHCKYE OpraHu3alliu,
rae u Benercs peructp BAC, onHako 4yacTh MallMEHTOB
MOTJIM O0palaTsesi B APYrue MENULIMHCKIE OpraHU3alui
III ypoBHs. 2KuTenu oTaajaeHHBIX pallOHOB pecnyOIuKU,
rpaHUYallIMX C COCETHUMU cyobekTaMu Poccuiickoit De-
Jepaluy, MOIJIM 00paIaThCsl B METUIIMHCKIE OpraHu3a-
LAY IPYTUX PETUOHOB U ITOTOMY HE MOl B Ha3BaHHbIN
perucTtp. B HEKOTOpPBIX Cilydasix MO3AHETO OOpalleHMs
32 MEIULIMHCKOM MOMOILBIO YK€ Ha pa3BEPHYTHIX CTAIUSIX
00JIe3HHU TTALIMEHTHI TAKXKE He HaIpaBIsIUCh B Yy, U 11~
arHo3 yCTaHaBJIMBAJICSI HAa MECTHOM YPOBHE.

BbiBOAbI

Takum obpaszom, 3a mociaegaue 12 et B Pb ormeyaeT-
cs pocT obeit 3adoneBaeMoctu BAC. [lepBbie nposiBiie-
HUsT 0OJIE3HU Yallle OTMEYAIMCh B CPEIHEM U TIOXUJIOM
BO3pacTe, cpeay NMalMeHTOB IIpeodIagaii XXUTEIM Cela,
moau ¢usndyeckoro Tpyna. MyxuuHsl yanie 6osenu bAC
B IpyIMIie ¢ Ae010TOM 10 45 JeT, y XKeHIIMH Yalle oTMeva-
Jlach OynbOapHasi ¢popMa 0ojie3HU. JIlnarHo3 yctaHaBJIM-
BaJICSl B CPEIHEM Yepe3 rojl MOcje MOSBISCHMS MEPBBIX
CHMIITOMOB, Y TIAIIMEHTOB C HayaJioM 60J1e3HU 1tociie 70 jieT
JIUarHOCTHKA JJIMJIACH IOJIbIlIe, YeM IIpu 00jiee paHHEM
TMOSIBJICHUY CUMITTOMOB. Bymy1ue uccienoBaHus J0KHbI
YTOUHMTD POJIb CPEIOBBIX (IIPOXKUBAHUE B CETHCKOI MECT-
HOCTHU, (pU3NYECKU Tpyd) U OMOJOTUUECKUX (TeHETUYe-
cKue, DHAOKPUHHbBIE U TIp.) pakTopoB B pa3Butuu BAC.
Heo6xonumMbl Takke aHaIU3 MPUYMH ITO3IHET0 YyCTAaHOB-
Jnenust nuarto3a BAC u mouck 6uomMapKepoB IJisl paHHEH
JIUAarHOCTUKM JaHHOTO 3a00JIeBaHMSI.
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YrHeTeHUe CermMeHTapHOro UepBUKaNbHOro
BbI3BAHHOr0 MOTOPHOr0 OTBETA

NPy NOCTAHOKCHYECKOM 3HUecdanonatuu y pebeHKa:
KNMHUYECKUMN CyYall

J.C. Kanpumnal, T.A. Axanos!, B.II. 3sikos?, C.C. Hukutun3

ITBY3 «Hayuno-uccaedosamensckuii UHCIMUMYM HeOmA0NCHOI 0emckoll Xupypeuu u mpasmamonozuu — Kiunxa doxmopa Pouwians»
Jlenapmamenma 30pasooxpanenus e. Mockent; Poccus, 119180 Mockea, ya. boavwas Iloasnka, 22;

2®IBOY JI10 «Poccuiickas meOuyuHcKas axademus HenpepbirHo2o npogeccuonanbiiozo obpazoeanus» Munsopaséa Poccuu;
Poccus, 125993 Mockea, ya. bappukaduas, 2/1, cmp. 1;

SPIBEHY «Meouxko-eenemuueckuii Hayunolii yenmp um. axad. H.IT. Bouxoea»; Poccus, 115522 Mockea, yn. Mockeopeuve, 1

KoHTaKThl:

[apbs CepreesHa Kanbwuha dr.d.kanshina@gmail.com

B cTaTbe npefcTaBneH KAMHUYECKUI ClyYall YTHETEHUS LepBUKANbHOTO CErMEHTapPHOTO BbI3BAaHHOTO MOTOPHOTO OTBETa
y pebeHKa ¢ nocTaHoKCKUYecKoi aHLedanonatueit. Hamu 6b110 NpoBeaeHo AUHaMUYecKkoe 06CefoBaHUE NALUEHTKM 4 neT
nocse nepeHeceHHoro 0CTPOro NOCTaHOKCUYECKOro COCTOAHUSA (yTONneHue B NpecHon BOAE) C UCMONb30BAHWEM OfHO-
CTUMYNIbHOW MArHUTHOW CTUMYNALMM, MarHUTHO-PE30HAHCHOM TPaKTorpaduu c peKOHCTPYKLMEH KOPTUKOCTUHANBHOTO
TpaKTa OT NepBUYHOI MOTOPHOMN KOPbI U AOMNONHUTENbHOWM MOTOPHOM 30HbI, CErMeHTalmein U MopdhOMeTpueil rooBHOTO
Mo3ra. lMocTaHoKcMYeckoe CocTosHue y pebeHKa 4 NeT NpUBeNo He TONbKO K BbINafeHWI0 KOPTUKANbHBIX Bbi3BaHHbIX
MOTOPHbIX OTBETOB, HO U K YTHETEHMIO CErMEHTAPHOIO LePBUKANbHOTO BI3BAHHOTO MOTOPHOIO OTBETA MPU COXPAHHOCTM
nepudepuyeckoro nposeaeHus. MonyyeHHble faHHble CBUAETENbCTBYIOT O HEraTMBHOM 3((heKTe rMNOKCUMM Ha MpPOBO-
AAWyo QYHKLMIO NPOKCUMMANbHOTo oTaena nepucdepruyeckoil HEPBHOM CUCTEMbI, YTO, BEPOATHO, yCyrybnser npouecc
MOTOPHOIO BOCCTAHOBJIEHWA NALMEHTOB C NOCTaHOKCUYeCKoi 3HLedanonartmen.

KnioueBble cnoBa: noctaHokcuyeckas 3Huedanonatus, KOPTUKOCMUHANbHBIA TPaKT, TPaHCKpaHWanbHas MarHUTHas
CTUMYNALNSA, BbI3BAHHbIA MOTOPHbI OTBET

Onsa uutuposanua: Kanbwuna [.C., Axapos T.A., 3bikoB B.T1., Hukutun C.C. YrHeTeHne cerMeHTapHOro LLepBUKANBLHOTO
BbI3BAHHOTO MOTOPHOIO OTBETA MPW MOCTAHOKCMYECKOW 3HLedanonatum y pebeHka: KNMHUYeCKUit ciyyaii. HepsHo-
MblleyHble 6one3Hn 2025;15(2):58-64.
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Suppression of segmental cervical motor evoked potential in postanoxic encephalopathy
in a child: clinical case

D.S. Kanshina', T.A. Akhadov?, V. P. Zykov?, S.S. Nikitin’

!Research Institute of Emergency Pediatric Surgery and Trauma — Dr. Roshal’s Clinic, Moscow Healthcare Department;

22 Bolshaya Polyanka St., Moscow 119180, Russia;

2Russian Medical Academy of Continuing Professional Education, Ministry of Health of Russia; Build. 1, 2/1 Barrikadnaya St.,
Moscow 125993, Russia;

3 Research Centre for Medical Genetics; 1 Moskvorechye St., Moscow 115522, Russia

Contacts:

Darya Sergeevna Kanshina dr.d.kanshina@gmail.com

We present a clinical case of suppression of cervical segmental motor evoked potential in a child with post anoxic
encephalopathy. We performed a dynamic examination of a 4-year-old female patient after acute post hypoxia (freshwater
drowning) using single-pulse magnetic stimulation, magnetic resonance tractography with reconstruction
of the corticospinal tract from the primary motor cortex and supplemental area, segmentation and morphometry of brain.
Post hypoxic damage in a 4-year-old child resulted not only in the loss of cortical motor evoked potentials, but also
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in the suppression of segmental cervical motor evoked potentials with preservation of peripheral ones. The obtained
data indicate the negative effect of hypoxia on the conducting function of the proximal part of the peripheral nervous
system, which probably aggravates the process of motor recovery of patients with post anoxic encephalopathy.

Keywords: post anoxic encephalopathy, corticospinal tract, transcranial magnetic stimulation, motor evoked potential

For citation: Kanshina D.S., Akhadov T.A., Zykov V.P., Nikitin S.S. Suppression of segmental cervical motor evoked
potential in postanoxic encephalopathy in a child: clinical case. Nervno-myshechnye bolezni = Neuromuscular Diseases

2025;15(2):58-64. (In Russ.).
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DG deKTh OCTPOt U XPOHUYECKOI TUTTOKCUM Ha CO-
CTOSTHME HEHPOHOB IIEHTPAJIbHOM HEPBHOM CUCTEMBI M3-
YUYEHBI JOCTATOYHO MOAPOOHO, IIPU 3TOM HaOIIomaeTcs
JIedUIUT nH(pOPMaIUY O BIUSIHUM TUIIOKCUY Ha Tieprde-
PUYECKYIO HEPBHYIO crcTeMmy [1]. B oTmenbHBIX 3KCcniepu-
MEHTAJIbHBIX UCCICIOBAHUSX JOKA3aHO BIUSHKME (DYHK-
LIMOHAJILHOTO COCTOSIHUSI CYNpPAamOHTUHHBIX LIEHTPOB
PETYJISILIUU B YCIOBUSIX TUIIOKCUM Ha peIeKChl B OTBET
Ha 2JICKTPUYECKUI UMITYJIbC M aKTUBHOCTh CITMHHOMO3-
TOBBIX CETEil B paMKax MOJCJIMPYIOIIETO B3aUMOIEHCTBUS
TOJIOBHOTO MO3T'a C HIKeIeKallluMU YpoBHSIMH [2]. B To ke
BpeMsI T0Ka3aHO aHAaTOMMYECKOE Ppas3IMIre CTPOSHUSI S9HI0-
HEBpUS Kopelika 1 repudepruIeckKoro Heppa, a Takke Ha-
JIMYKME HEPaBHOMEPHOCTHU pacIIpeae/ieHIsI FOHHBIX KaHAJIOB
MUEIMHOBOTO CJIOSI B MepucbeprIecKoli HEpBHOM cucTeMe
[3, 4]. HapyiieHre MUKpOUUPKYISILIMK B ITeprudepruIecKoit
HEPBHOI CHCTEME OIpeNesIsieT Psilt MaTOMU3NOIOTMISCKIX
TMPOLIECCOB, HAIIPYMMEP B IaTOre¢He3¢ HeliporaTuieckoro 6o-
JIeBoro cuHapoma [4—6]. OmHako CHIDKeHHEe BO30YIMMOCTH
CerMeHTapHOIo BBI3BAHHOTO MOTOpHOro orsera (BMO)
TIPY COXPaHHOCTH OTBETA Ha CTAaHIAPTHYIO MeprdepuIecKyro
3JIEKTPUYECKYIO CTUMYJISILIUIO SIBJISIETCSI MHTEPECHBIM KITH-
HMYECKUM (DEeHOMEHOM, MaTOMU3NOIOTMISCKUI MEXaHU3M
KOTOPOI'O B OTCYTCTBUE ayTOMMMYHHOTO WJIM TpaBMaTHde-
CKOT'0 TTOBPEXICHUS TUCKYTa0eICH.

Knunnyeckum cnyyait

Ilayuenmxa b., 4 1em, énepsvie nocmynuaa 6 omoeneHue
peabusumayuu Hayuno-uccaedosamenvckoeo uncmumyma
HEeOMA0NCHOU 0eMCKOU Xupypeuu u mpagmamonoeuu 6 0exka-
ope 2023 e., uepe3 5 mec om pazeumiusi 0CMpo2o NOCMAaHOKCU~-
YecK020 coCmosiHUsL (YMonAeHUe 8 NPecHoll 600e), 8 COCIMOSHUU
MUHUMAAbHO2O YPOBHSL co3Hanus (+), co cnacmuueckum me-
mpanapesom (ouenxa no wixkare GMFSC 5 6aanos). B cma-
myce pe2ucmpuposanico napoKCcU3MaibHble MOMOpHbie he-
HOMeHbL, UOeHMUDUUUPOBAHHDbIE KAK OUCTOHUYeCKUe amaKi
UeHmpanbHoeo 2enesa. B nepuod 2023—2024 ee. mpuicobi
20CNUMANUZUPOBANACH 0451 PeabUAUMAYUU U NPOGeoeHUs
OuazHocmu4ecKot 0OHOCIMUMYAbHOL MACHUMHOL CIUMYASUUU
(OCMC). OCMC gvinoansanrace ¢ nomouibio MOHOPpA3H020
MaeHumuoeo cmumyaamopa «Heiipo- MC» u dsyxxanaavroeo
muoepaga «Hetipo-MBIT muxpo» (Heiipocogpm, Poccus),
C UCNOABb308AHUEM KOAbUEB020 UHOYKMOpa duamempom 9 cm.
Obaacmb cmumyasyuu 10KAAU308aHA NPU nooaye 0OHOKpam-
HbIX cmumyaoe unmencugnocmoto om 50 % 6 npoexyuu F3

ons neeoil u F4 ons npasoii eemucghepul coenacrno mexcoyna-
POOHoIL cxeme «10—20». Hanpaenenue anexmpuueckoeo mo-
Ka 6 KoabUesoM UHOYKmope 045 aKmueauuu 1e6020 Noay-
wapusi — no 4acoeoli cmpenke, 041 npagoeo — npomue. BMO
¢ m. abductor pollicis brevis pecucmpuposanu HaAKOICHLIMU
2/1eKmpooamu ¢ 2 CMopoH 8 COOmeemcmeuy ¢ KOHmpaiame-
panvHoil cxemoit peeucmpavuu [ 7]. Ilouck BMO nposoduics
coenacro aneopummy Rossini—Rothwell [§]. Ceemenmapnas
CMUMYASYUS HA YPOBHE WelIH020 YMOAUEHUS GbINOAHANAC
nocne dokasamenvcmaa Hasuuus F-eoan npu cmandapmmuoii
peaucmpayuy 8 0meem Ha CynpaAMaKCUMAnbHyo CIMUMYASYURO
Ha ypogHe 3ansacmos. s noayuenus ceemenmapnoeo BMO
BHEWHUTl Juamemp HUJICHel yacmu Koiaa pacnonaeanu
Ha yposHe ocmucmoeo ompocmka C7. B omeem Ha cmumyn
unmencugnocmuto om 3000 70 % 6v1x00HOU MOWHOCU CIU-
MYAamopa 6 Kaxcoom cay4ae pecucmpupoganu He menee 3 BMO
NpU MAKCUMANLHOM MbIUEHHOM paccaabaenuu oo KOHMpoAem
cnoHmarHuoil muoepammul [9]. Taxxce nepugepuueckuiit BMO
peaucmpuposancs 8 omeem Ha MASHUMHYIO CIMUMYASUUIO
npuU pacnonodicerul Koiaa Hao nae4eebiM cnaemenuem 6 Hao-
KARHUYHOLUL oOnacmu u 6 0baacmu 10Kmegoeo ceuba ¢ obeux
CMOPOH; 8 KAXCOOM cayuae pecucmpuposaiu He MeHee 3 80C-
npouseodumvix BMO 6 omeem Ha cmumyn UHMeEHCUBHOCIbIO
om 30 % 6bIx00HOI MOWHOCIU CIUMYASMOPA NPU COOMO0eHUU
MAaKCUMAAbHO20 MblUUEHHO20 paccaabaeHuU, KOHMpPoAupyemo-
20 HAKOMICHOU Muocpammoil [9].

Bo 2-10 u 3-10 eocnumanusayuro — yepe3 6 u 10 mec
OMm MOMeHma pazeumusi NOCIAHOKCUYECK020 COCMOSHUS CO-
0MeemcmeeHHo — 0bl1a 8blNOAHEHA MOPPOMEMPUS 20108HO20
mo3zea (I'M). IIpumensnace mexnonroeus agmomamuueckozo
KoauuecmeenHo2o 0bsemHoeo anarusza I'M c ucnoav3oganuem
mpexmepHo20 U300paxdceHus 6 peicume U30MPONHO20
T1-ckanuposanus c paspewenuem no 3 koopounamam 1 mm.
Ilapamempor ckanuposanus: TFE (cnun-3x0 umnyascras no-
caedosamenvHocms, TR = 8 mc, TE = 3,7 mc, FA = 80,
TI = 1021 mc, FOV = 240 mm, NSA = 1). Koauvecmeennuiii
00BeMHbLil AHAAU3 NPOBOOUACS C UCHOABI0BAHUEM ABMOMAMU-
3UPOBAHHO20 NPOSPAMMHO20 nakKema vol2brain, noseoasrouezo
noayuums 3HaueHus 00semos cepoeo, 6enoeo ewecmea I'M,
CRUHHOMO320801 HCUOKOCMU, A MAKICce KOPKOBbIX U NOOKOp-
Koebix cmpykmyp. B dannoii pabome ananuzuposanuco obsembl
npeyeHmpanbHoOll U38UAUHbL, OONOAHUMENbHOLU MOMOPHOLL 30Hbl
(ZIM3) u cpeoneii 10610l U3BUAUHDL.

s uccaedosanus KOpMUKOCNUHAAbHO20 MPAKMA nep-
6u4HOIU MomopHOU Kopbul u JIM3 uepes 6 mec om momenma
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ymonaenus (2-1 eocnumanu3ayus) NPUMeHANACs MemoouKa
oJuggy3uorno-men3oproii mpakmoepaguu. Ilapamempui cka-
Hupoeanus: EPI (3xo-nianapras umnyabcHas nociedosamens-
Hocmb), TR = 9431 mc, TE = 70 mc, mampuya 120/ 144 nux-
ceneil, FOV = 240 mm, pazmep 6okcern 2 x 2 X 2 mm>,
gaxmop yckopenusi EPI factor = 63, gap = 0, NSA = 2.
Hughgpysuonnsie epaduernmot Oblau nPUNOIHCceHbI8 32 HEKO -
JAuHeaphvix Hanpaeaerusx. Obpabomky danHbix Ouggy3u-
OHHO-MEH30PHOL MpaKkmozpaguu npoeooUsU ¢ NOMOULLIO
npoepammuoeo nakema MR Fiber Track e cepsepe npo-
epammubix npunroxcenuti Philips Intellispace Portal.
Ilpu ananuze dannvix mpakmoepaguu oueHusalucy cie-
dyruue noxazameau ougpgysuu: ADC (apparent diffusion
coefficient — usmepsemolii Koagguyuenm duggysuu, nped-
CMAasASWUL co00il KOAUYECTMEEHHYIO OUeHKY Oug@y3uoH-
HOU cnOCOOHOCMU MOACKYAbL 800bL 8 OU0102UHECKOLl MKAHU)
u FA (fractional anisotropy — koaggpuyuenm gpaxyuonnoi
AHUB0MPONUU, XaPaKmepusyowull omauuue ouggysuu  paz-
HbIX Hanpasaenusx). Kpome moeo, anaausupogarucy obsem
U NPOMANCEHHOCIb KOPMUKOCNUHAAbHBIX MPaKkmos. Jlis no-
AYABMOMAMUYECK020 NOCMPOEHUS MPAKMO8 NPOBOOUACA

PYHHOIL 6b100p napHwvix 30H unmepeca (regions of interest, ROI)
8 000UX NOAYUADUSX:

1) cybkopmukanvHoe benoe gewecmao 8 06aacmu NEPeUHHoU
MOMOPHOU KOPbl — Aamepanbhvle omdenst cpedHeli mpe-
mu mocma mosea;

2) cybkopmukanvHoe benoe eewjecmeo 6 ooaacmu JAM3 —
JAamepanvHble 0moensi cpedreil mpemu Mocma mo3ea.
3a nepuod HabarO0eHUs omme4eHa NoAOICUMeNbHAS Ol-

HaMUKa KAUHUYEeCKUX HApYUeHUll 6 eude yMeHbUleHUs Ya-
CIMOMbL U OAUMENbHOCU OUCIOHUMECKUX AMAK U CHUICEHUS
BbIPAIICEHHOCMU CHACMUYECK020 mempanape3a Ha (hoHe npu-
emMa MUopeaaKcaHmos yeHmpaibHoz2o Oelicmaeus; pebeHok
npoooaXscan 0cCmasamscsi 8 COCMOSHUU MUHUMANBHO20 YPO8-
HA cosHanus (+) npu omcymcmeuu nPOU3B0AbHbIX 0BUICCHUL]
(ouenrxa no GMFSC 5 6annog).

Ilo dannvim mopgpomempuu I'M 8vis6n1eHo ymeHbULeHUE
00BeMa u MOAUUHBL KOPMUKAABHORO CA0S OMHOCUMENbHO
803DACMHOLL HOPMbL NPEeUeHMPAnbHOU uzsuaunsl, JIM3 u cpeo-
Hell 100HOU U3BUAUHBL KAK 8 NPOMENCYMOUHOM, MAK U 8 Om-

daneHHoM nepuooax NOCMAHOKCU4ecKoll 3Hyedaronamuu
(maba. 1).

Taommua 1. Pesyavmamot MopghomempuHeckoeo agmomamu1ecKoeo KOAUHeCmeeHH020 006eMHO20 AHAAU3A 20106HO20 MO32a 8 NPOMeXNCymouHom (6 mec)

u omdanennom (10 mec) nepuodax nocmanokcueckoi snyegaronamuu

Table 1. Results of morphometric automatic quantitative volumetric analysis of the brain in the intermediate (6 months) and remote (10 months) periods

of postanoxic encephalopathy

Intermediate period Long term period
Parameter OOumii 00beM, OO0bem cieBa, O0bem cnpaBa, OO0mwuii 00beM, OO0bem cieBa, O0bem cnpasa,
em3/% cm3/% em3/% cmM3/% cm3/% cm3/%
IIpenenTpanbHas U3BUIMHA
Precentral gyrus
O6BeM 18,43* 8,95* 9,48%* 17,71* 8,46* 9,25%
Volume
TKC 1,76* 1,93 1,61* 1,50* 1,39* 1,61*
CT
JlonoiHMTEIbHAS MOTOPHAS 30HA
Supplementary motor area
O06BeM 7,16* 3,81* 3,36* 6,94* 3,65* 3,30*
Volume
TKC 2,23* 2,30* 2,15% 2,19* 2,14* 2,23%
CT
Cpennss 100HAS H3BWINHA
Middle frontal gyrus

O06BeM 27,70* 14,46* 13,23* 25,68* 13,13* 12,55*
Volume
TKC 2,42% 2,52 2,31%* 2,14* 2,22% 2,05%
CT

*Haauuue eunompoguu o6sema é cpasrerul ¢ 603pacmHuoil HOPMOIL.

Ilpumenanue. TKC — moawjuna KopmukaabHo2o caosl.
* Presence of volume hypotrophy in comparison with the age norm.
Note. CT — cortical thickness.
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Tadmua 2. Pesyavmamot MAeHUMHO-PE30HAHCHOT MPAKMOo2paguu om 0onoAHUMENbHOL MOMOPHOU 30Hbl U NEPEUYHOL MOMOPHOU KOPbL 8 NPOMENCYMOMHOM NEPUode
Table 2. Magnetic resonance tractography results from the supplementary motor area and primary motor cortex in the intermediate period

Intermediate period

Brain area

O0bem, Mm>
JIM3 cneBa
SMA left 1061
JAM3 cripaBa
SMA right 466
TIMK cneBa
PMC left 1566
TIMK cmpaBa
PMC right 1316

JInMHA, MM FA ADC, 1073 mm2/c
130 0,428 0,944
99,9 0,396 0,947
127 0,401 1,083
101 0,412 1,215

Ilpumenanue. /M3 — dononnumensvras momopras 3oua, IIMK — nepsuunas momopuas xopa; FA — koagpguuuenm gppaxyuonnoii

anuzomponuu; ADC — uzmepsemvtii Koaghguyuenm ouggysuu.

Note. SMA — supplementary motor area; PMC — primary motor cortex; FA — fractional anisotropy; ADC — apparent diffusion coefficient.
|

Hecmomps na dechuyum obsema KOpmuKaibHO20 MOMOpP-
HO20 npedcmasumenscmea, KOpmuKoCRUHAAbHbIE MOMOPHbLe
npoexyuu om JIM3 u nepsuuroil MOMOpHOI KOpbl OblaU NOAY-
YeHbl npU HOCMPOEHUU 8 000UX NOAYUAPUSIX, OOHAKO UX 00BeMbl
UHMEPNPEeMUpPOBanbl PeHMeeH0A02aMU KAK «00eOHeHHble».
Ommeuena acummempus Mexcoy KOpMuKoCHUHAAbHbIM MPaK -
mom om JIM3 ¢ ymenvuienuem obsema 6 2 pasa 8 npagom
noaywapuu (maoba. 2).

IIpu nposedenuu duaenocmuueckoit OCMC 6 dunamuxke
60 8peMsa Kaxcooil eocnumanu3ayuil ObiLaU NOAYYEHbl CX0dCUe
De3yAbMamol: OMCYmMcmeue KOpMuKaIbHblX U YepeUuKaibHbix
ceemermapHovix BMO npu coxpannocmu nepugpepuyeckux BMO

(cmumyasyus Ha yposHe naeuegoeo chaemenus). Ilpu 6vi-
NOAHEHUU CMUMYASUYUOHHOU IAeKmpOoHeiipomuoepapuu
M- u F-g0aHbL, 3apecucmpupogantvie nPpU HAKOICHOM Omee-
denuu ¢ m. abductor pollicis brevis npu upeckoicHoil cmumy-
ASIYUU CMB0AA CPeOUHHO20 HEPBA HA YPOBHe 3aNscmbs ¢ 00eux
CMOPOH, COOMBEMCMB08AAU B03DACMHOIL HOPME NO AMNAUMYOe
u asamenmuocmu (puc. 1, 2).

C yuemom Haauvusi OUCMOHUYECKUX AMAK YeHMPAalb-
HO20 eeHe3a U chacmuvecko2o mempanapesa npu MUHU-
MANbHOM YPOGHe CO3HaHUA (+) pecucmpauyus omeemos
makaice nposoousacy npu HenpedHameperHol acuiuma-
yuu (maoba. 3).

polliciq brevis, Medianus, C8 T1

aa.; pbductgr pollicis brevis, Medianus, C8 T1

Puc. 1. M- u F-60anbi ¢ m. abductor pollicis brevis ¢ 2 cmopor npu cmumyasyuu cpeOUHHbIX Hepeoe Ha yposHe 3anscmos: a — M-eoana u F-eoanst npu cmu-
MYASUUU NPABO2O CPeOUHHO20 Hep8a HA YPOoGHe 3ansicmus (napamemps. CMUMyAa: unmencusHocms — 12 mA, oaumensnocms — 0,2 mc, 1 Iy, pazeepmka
4 mc/2 mB/0en u 5 mc/4 mB/200 mx B/0en); 6 — M-60oana u F-60aHbl npu cmumyasiyuu 16020 CpeOUHHO20 Hep8a Ha YpoeHe 3ansicmbus (napamempol cmu-
myna: unmencuernocms — 12 MA, daumenvrnocms — 0,2 mc, 1 Ty; pazeepmra 4 mc/2 mB/0en u 5 mc/4 mB/200 mx B/den)

Fig. 1. M and F waves fiom m. abductor pollicis brevis on both sides during median nerve stimulation at the wrist: a — M-wave and F-waves during nerve conduction
study of the right n. medianus at the wrist (stimulus parameter: intensity — 12 mA, duration — 0.2 ms, 1 Hz; sweep 4 ms/2 mV/division and 5 ms/4 mV/200 uV’
division); 6 — M wave and F waves during nerve conduction study of the left n. medianus at the wrist (stimulus parameter: intensity — 12 mA, duration —
0.2ms, 1 Hz; sweep 4 ms/2 mV/division and 5 ms/4 mV/200 uV division)
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Puc. 2. Pecucmpayus vizeannbix momoprvix omeemos (BMO) npu omeedenuu ¢ m. abductor pollicis brevis ¢ 2 cmopon npu ceemenmaphoti u nepugepuye-
cKoll o0nocmumynvroll maznumnoil cmumyasyuu (OCMC). 1, 2 — BMO ¢ m. abductor pollicis brevis cnpasa/caeea npu OCMC unmencusrnocmoio 50 %
Ha ypoeHe 10Kmeo20 ceuda — Heeo3moxcHo onpedeaumsv BMO u3z-3a nasoxcenus apmegaxma cmumyaa; 3, 4 — BMO ¢ m. abductor pollicis brevis cnpasa/
cnesa npu OCMC unmencusrnocmoro 50 % 6 mouke 3pba; 5, 6 — BMO c m. abductor pollicis brevis cnpasa/caesa npu OCMC unmencusnocmoio 50 %
Ha ypoeHe yepaukaivhozo ymoawenus. Kpusvie 1, 3, 5 — paszeepmia 5 mc/ 1,5 mB/0en; kpusvie 2, 4, 6 — pazeepmra 4 mc/750 mx B/0en

Fig. 2. Registration of motor evoked potential (M EPs) from m. abductor pollicis brevis on both sides during segmental and peripheral single-pulse magnetic
stimulation (SPMS). 1, 2— MEPs from m. abductor pollicis brevis right/left during SPMS 50 % of intensity at the elbow bend — impossible to determine MEPs
due to stimulus artifact overlap; 3, 4 — MEPs from m. abductor pollicis brevis right/left during SPMS 50 % of intensity at the Erb point; 5, 6 — MEPs
Jfrom m. abductor pollicis brevis right/left during SPMS 50 % of intensity at the cervical level. Curves 1, 3, 5 — sweep 5 ms/1,5 mV/division; curves 2, 4, 6 —
sweep 4 ms/750 uV/division

Tabmuua 3. [lapamempu: 21ekmponeiipomuoepaguu npu 4pecKoNCHOL SACKMPUHECKOI CIUMYAAUUU CPeOUHHO20 HEPBA HA YPOBHE 3aNACcMbs U nepugepuecKoil
O00HOCIMUMYAbHOL MASHUMHOU CIUMYAAUUY 8 mouKe Ipoa

Table 3. Electroneuromyography parameters during transcutaneous electrical stimulation of the n. medianus at the wrist level and peripheral single-pulse magnetic
stimulation at the Erb point

Electroneuromyography

Single-pulse magnetic stimulation

Parameter o m. abductor m. abductor
of M and F waves m. abductor pollicis m. abductor Parameter of motor evoked ollicis brevis ollicis brevis
brevis right pollicis brevis left potential at the Erb point pottic p
right left
AwMIuatyna M-BosHbI, MB 3. 6.2 MortopHblii iopor, % 50 50
M-wave amplitude, mV ’ ’ Motor threshold, %
JlareHTHOCTh M -BOJIHBI, MC Awmmuatyna, MB
M-wave latency, ms 2,0 1,6 Amplitude, mV 0,784 0,645
MuHuManbHas JIaTeHT-
HocTh F-BoJHEI, MC 17,4 16,3 JlareHTHOCTS, MC 7,68 7,24

Minimal latency of F wave, ms G

OrtcyrcTBue KopTuKaabHbIXx BMO npu coxpaHHOCTH,
HO 00eTHEHUY KOPTUKOCITMHAIBHBIX TPAKTOB B YCIIOBUSIX
runoTpoduun oobeMa, B TOM YUCIIe KOPTUKAIBLHOTO CII0SI
MePBUYHON MOTOPHOI KOPHI, SIBJISIETCSI OKUIaeMbIM pe-
3YJIBTATOM IIPHY TSIKEIOM TMOCTAHOKCUYECKOM sHIIedano-
natuu y geteii [10, 11].

CoxpaHsiolieecs: HOpMaJIbHOE ITPOBEICHNE U BO30Y-
JUMOCTb NIepuepUYECKIX HEPBOB B OTBET Ha 3JIEKTpHUYE-
CKYIO M1 MAaTHUTHYIO CTUMYJISILIMIO TTIOAPa3yMeBaloT TAKXKe

HOPMaJIbHOE COCTOSTHUE CaMbIX IIPOKCUMAJIbHBIX OTIEIOB
HEPBHBIX CTBOJIOB. OJIHAKO B OITMCAHHOM CJTy4ae BhISIBIC-
HO YTrHeTeHHE CerMeHTapHoro LepBukaibHoro BMO
B OTBET HA MAaTHUTHYIO CTUMYJISILINIO. Cpeld BOBMOXHBIX
MPUYMH OOHAPYKEHHBIX JOJTOCPOYHBIX M3MEHEHUA, TIPU-
CYTCTBYIOIIIMX Ha MTPOTSDKeHUU 10 10 Mec OT MOMeHTa yTo-
IUIEHUSI, HEOOXOIUMO PACCMOTPETh BO3MOXKHBIE ITaTO(hH-
3MOJIOrMYECKUe TPUYUHBI U OCOOEHHOCTU CTPOCHUS
MMPOKCUMAaJIBHOTO yYacTKa neprdepruyeckKoro Hepaa.
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HepBHo-mbiweyHbie 5OJIE3HH

[Marodu3znonorus MoBpeXIeHUs HEPBHBIX KOPEIITKOB
B YCJIOBUSIX CMCTEMHO# TMIIOKCUHU CJIOXHA: U3BECTHO,
YTO pelIaroliiee 3HaYeHUe MOTYT UMETh UMMYHOJIOTYECKUE,
BOCHAJIUTE/IbHbIC, HEUPOXUMUIECKUE ITPOLIECCH 1 UIIEMMUST
[1, 12, 13]. AHaTOMHUUYECKM TpaHULIEH, pa3aesioneil Ko-
PEIIKOBYIO CUCTeMY U TieprbeprUIeCKUil HEPB, SIBISCTCS
30Ha CJIMBAHUS TBEPIOM MO3TOBOI 000JI0UKH 1 SITMHEBPYS,
YTO, BEPOSITHO, JIEJIAeT 3TOT YUYACTOK HarboJiee yI3BUMbBIM
MpU paccMaTpuBaeMoOM HaMu citydae [1, 14].

B MeXXITO3BOHKOBBIX OTBEPCTUSIX HEPBHBIE KOPEILIKU
OKPYXEHBI TUIOTHOU TypaJIbHOI 00070YKON 1 MOTYT OBITh
0oJiee BOCIIPUMMYMBEI K OTEKY, yeM Ieprcepudeckue
HepBol [15]. B 0OJBIIMHCTBE 9KCHEPUMEHTATBHBIX MC-
cJeIOBaHMIT MOIEIMPOBAIN 3(PGHEKTHI OCTPOI TUITOKCUU
C OLIEHKOM BIUSHUS Ha MOHHBIC KaHAaJIbl: KaJblIUCBbIC,
HaTpueBble U KajlieBble. BbhickazaHa «MeMOpaHHasi TUITO-
Te3a», B COOTBETCTBUU C KOTOPOIA CYIIIECTBYIOT HEM3BECTHBIC
TOKa OeJIKOBBIC aHCAMOJIM, TIPSIMO WJT AMCTAHTHO CBSI3aH-
HBIE C OOJIBIIIMMM KaTbLINI-3aBUCIMBIMU U IPYTUMU KaJv-
€BBIMU KaHajlaMU. ABTOPBI TJaHHOI TUIIOTE3bl I10JIaraoT,
YTO YyBCTBUTEIBLHBIMU K HEOCTATKY KMCJIOPOAA B KIICTKE
SIBJISIIOTCSI TTPOLIECCHI B3aMMOACMCTBYSI aCCOLIMMPOBAHHBIX
C 9TUMM KaHaJlaM1 OeJIKOB, TaKMX KaK TeMOKCHUTeHasa 2,
NADP (H), uucTuoHnH-ramMmainuasa, ryaHuiaTiyKiasa,
LIMKJIMYECKUI r'yaHO3uMHMOHOpochaT U IipoTenHkuHaza G
[16]. CenoBaTeTbHO, TMITOKCHSI BIMSIET Ha OajlaHC KJIIETOY-
HBIX OKMCJIUTEIbHO-BOCCTAHOBUTEIILHBIX T1ap, YTO IIPUBO-
JIAT K MOAM(MUKALIMU TUOJIOBBIX I'PYIIT U U3MEHEHUIO
CBOICTB KaHaJIOB. bojiee mogpoObHO KaHaoMmaTuu u3y4Ja-
JIUCh B paMKaX HEMPOITaTUYECKOro CUHAPOMA IIPU IKCIIe-
PUMEHTAJIEHOM ITOCTUITOKCUIECKOM ITOPaXKEHHMU JTI0PCaib-
HOTO TaHIJIMSI CEHCOPHOI KOPEILIKOBOM CUCTEMEI [4].

B skcnepuMeHTaIbHBIX MOAE/ISIX OBbLIO JOKA3aHO pe-
TyJIMpYIOIiee BIMSHUE CYIPAaIOHTUHHBIX IICHTPOB Ha CTBO-
JIOBBIE U CIIMHHOMO3TOBBIE HEMPOCETH, CIIEAOBATEILHO,
OBbLIO ObI IOTMYHO MPEIIOI0KUTh HUCXOSIIEe CYIpacIy-
HaJIbHOE BJIMSIHUE Ha BO30YIMMOCTh MOTOHEMPOHOB 11ep-
BMKAJIbHOTO YTOJIILIEHUS MPU aTPpOGUISCKUX U3MEHEHUSX
MePBUYHON MOTOPHOI KOPHI B HAIlIEM KIIMHUYECKOM Ha-
omonenny. OQHAKO OTCYTCTBUE 3HAYMMBIX U3MEHEHUIA
rmapaMeTpoB F-BoJIH 1 moctaToyHas aMIuuTyaa M-BosH

—

. Gruss M., Ettorre G., Stehr A. et al. Moderate hypoxia influences
excitability and blocks dendrotoxin sensitive K* currents in rat primary
sensory neurons. Mol Pain 2006;2(12). DOI: 10.1186/1744-8069-2-12

2. Mohammadshirazi A., Apicella R., Zylberberg B. et al. Suprapontine

structures modulate brainstem and spinal networks. Cell Mol
Neurobiol 2023;43:2831—56. DOI: 10.1007/s10571-023-01321-z

3. Fishera M. Electrophysiology of radiculopathies. Clin Neurophysiol

2002;113(3):317—35. DOI: 10.1016/s1388-2457(02)00018-4

4. Nonaka T., Honmou O., Sakai J. et al. Excitability changes

of dorsal root axons following nerve injury: Implications for injury-

induced changes in axonal Na* channels. Brain Res 2000;859(2):

280—5. DOI: 10.1016/s0006-8993(00)01979-x

HMCKJIIOYAIOT M3MEHEHUE BO30YIMMOCTH CErMEHTapHBIX
MOTOHEHPOHOB TIPU TSKEJI0i MOCTAHOKCUYECKOM SHIIe-
(anomnaruu [2].

Bo BpeMs cerMeHTapHOI MAarHUTHOM CTUMYJISILIIM WTH-
JIYLIUPOBaHHBIE TOKU KOHIIEHTPUPYIOTCST B MEXKITO3BOHKO-
BBIX OTBEPCTUSIX M AKTUBUPYIOT ITPEUMYILIECTBEHHO TOJICThIE
HEpBHBIE BOJIOKHA CITMHHOMO3TOBBIX HEPBOB, 3a CUET YETr0o
u ¢popmupyetcs cermeHTapHbiii BMO [17, 18].

IlepcneKTHBHOI ¢ LIEIbIO TTOATBEPXKACHUS TUITOTE3bI
CHIDKEHUST BO30YIMMOCTH KOPEIIKOBOM CUCTEMbI LIEPBH -
KaJIbHOTO YPOBHSI B YCJIOBUSIX CUCTEMHOI TMITOKCUH, Be-
POSITHO, SIBJISICTCSI MHBAa3MBHAsI PErUCTpalids OTeHIIMAIa
MOTOPHOTO KOpPEIIKa, OMHAKO BOCIIPOM3BECTH €€ B KJIU-
HUYECKUX YCIOBUSIX HE TOJbKO CJIOXHO, HO M e/IBa JIN
OIIPaBJaHO C TUYECKOI TOUKM 3PEHMUSI.

YyuTbiBas BBIIIIECKa3aHHOE, B ITATOreHEe3¢ BhISBJICH-
HBIX U3MEHEHUI HanboJIee BEPOSATHBIM O0bSICHEHUEM BbI-
JISIAUT HapylleHWe MOHHBIX KaHajoB, OKa3bIBaIOIIUX
BJIMSIHHE Ha IIPOIIECC JIOKAJIBHOM AEMOJIApU3aliud HepBa
B MEXITO3BOHKOBOM OTBEPCTUHM, MOCJIE 3IMU30[a OCTPOii
rurnokcuu [4, 16, 19].

C y4eToM OTCYTCTBMSI B aHAJIM3UPYEMbIX HAMM KC-
TOYHMKAX HOPMATHBHBIX 3HAYEHMI1 TIOPOTra CETMEHTapHOTO
BMO vy neteit B Bo3pacte 4—6 JIeT U € 1Ie/IbIO MIOATBEPKIIE-
HUS (peHOMEHA YTHETEHMSI CETMEHTAPHOTO LIEPBUKATIBHOTO
BMO B nipeacTaBieHHOM KIIMHAYECKOM ClTyyae HaMu ObLia
HaOpaHa KOHTPOJIbHAsI TpyIINa, CocTosas U3 15 3M0poBbIX
neteii. B pe3ynbrare o0cen0BaHus IUana3oH MHTCHCUB-
HocTu ctumynaa mpu OCMC, 1ocTaTOUYHOro 1151 BOCIIPO-
M3BEICHUST CETMEHTapHOTO 1iepBrKaabHOro BMO, B KOH-
TPOJBHOI TIpymIie okasaicsa B mpeaeinax 30—40 %
OT MaKCMMAaJIbHOM BBIXOJHOW MOIIHOCTU CTUMYJISITOpA.
DTO naeT HaM OCHOBaHKWE UHTEPIIPETUPOBATH HEBO3MOX-
HOCTb PETUCTPAlIMK CETMEHTAapHOTIO liepBUKaabHOro BMO
y neteit 4—6 JIeT ¢ MMOCTaHOKCUYECKO# aHIedamonaTueit
MpU UHTEHCUBHOCTU >50 % Kak yrHeTeHUE.

TakuM 00pa3oM, YTHETEHUE CETMEHTAapHOIO IIePBU-
KajibHoro BMO npu TsKenoit MocTaHOKCUYECKOM HIIe-
(basmonaTuu y pebeHKa SIBJIICTCS HECTydyallHbIM KJIMHUYE-
CKVM HaO0JII0ieHUEM, NTaToDU3N0JIOrMYecKre MEXaHU3MbI
KOTOPOTO TPeOYIOT JabHEHUIero yTOUHEeHNS.
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and magnetic stimulation of the brain, spinal cord, roots
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