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VnbTpa3BykoBas anactorpadua — 370 rpynna AWarHOCTUYECKUX METOAO0B, NO3BONAIIWMNX BU3YaNN3MPOBaATb KECTKOCTb
TKaHW, OCYLLEeCTBAATL MU3MEPEHUs M 0TobpaxaTb GoMexaHUYeckue cBOMCTBa TKaHel. Lienbio paboThl 6bI10 NpoBeaeHue
CUCTEMATMYECKOrO aHanu3a UMEeKLMXCA B UTepaType AaHHbIX UCCNE[0BaHUIN, NOCBALEHHbIX 3NacTorpaumu MbllLibl
y AeTeil ¢ AeTCKUM LiepebpanbHbiM napanuyom (OLMN).

MpoBepeH NoucK UTepaTypbl No KiloYeBbiM cnoBam B 6asax gaHHeix PubMed, Google Scholar, eLIBRARY. Kputepusamu
BK/IIOYEHUA NyBAuKauuii B aHanu3 aBnanuch cootsetcTaue Hosonoruu ([LIM), Bo3pacty (go 18 net) n ucnonb3oBaHHOMY
MeTOAy uccnefoBaHus (ynbTpasBykoBas 3nactorpatus Mbllwy), UX Au3aitH (OpUTMHANbHOE UCCNE[0BaAHUE), A TaKXKE Ha-
nMYmne noapoGHbIX CBEAEHUI O METOAMKE UCCIEA0BAHNSA, ONUCAHNE BO3PACTHBIX, AEMOrpadhuUUYeCcKUX U KNUHUYECKUX NO-
Kasatenemn.

B ocHoBHOI aHanu3 Bowno 20 ny6aukauuii. Hanbonee YacTo U3yyanuch NaLuueHTsl C remunapetTudeckumu opmamm JLUM,
Npyu 3TOM B KayecTBe KOHTPONS MCMONb30Banach 30p0Bas CTOPOHA, Yalle MCnonb3oBanack nactorpadus CABUrOBOIA
BOJIHOI, NPU KOTOPOIi OLEHMBANNCL KaK e CKOPOCTb, TaK U MOAYNb CABMIa, Yalle NPUMEHANNUCH TUHENHbIE AaTYMKM.
Hanbonee yactbiM aHaToMU4YeCKMM 06bEKTOM GblnM MblwLbl roneHu. Hanbonee yacto anactorpacus Mcnonb3osanach
ANA OLEHKW pe3ynbTatos 6OTYIMHOTEPANUM U NOKa3biBana yBEANYEHNE 3NACTUYHOCTH MbILILLI NOC/E NIeYEHUS.
WccnepoBaHue mMexaHWYeCKUX CBOWCTB CKeneTHbIX Mblwl y Aetert ¢ ALUM ¢ nomoubio ynsTpa3BykoBoi anactorpaduu
HaxoQuUTCA B CTafuu pa3paboTKy, U HA fLaHHbIi MOMEHT 3Ty METOAUKY HENb3s CYUTATh NOAXOASLEN B KAaUecTBe PYyTUHHO-
ro uccnefoBaHus. B uccnenoBarenbCKux Lensx AaHHbI METOZ NOKa3an CBOK MH(OPMATUBHOCTb: BCE aHANU3UPOBAHHbIE
HaMu ny6anKaLMKU NPOAEMOHCTPUPOBANM CYLLECTBEHHOE OTIMYME NOKa3aTeneit anactorpadum Kak npu cpaBHeHUM nopa-
KEHHbBIX MbILWUL, C MbILLAMMW HENOPAXEHHO! KOHEYHOCTU UAW 340POBbLIX IETEN, TAK U NPU UCCNeJ0BAHNM NOC/E NPOBEfe-
HUA Pa3NNYHbIX TEPANeBTUYECKUX BO3LEHCTBUI, HaNPaBNEHHbIX HA CHUXKEHWE TOHYCA U PETPAKLMMU MbILILbI.
MpofeMoHCTPMPOBAHO OTCYTCTBME €AMHOTO NoaxoAa K anactorpaduu mbiwwbl y aeteit ¢ AL ¢ TOYKM 3peHus Kak TexHu-
KM nony4yeHna HPoOpMaLmm, Tak 1 ee aHanu3a u uHTepnpetauuu. Inactorpacdua moiwy y aeten ¢ ALIN aBnaeTca nepcnek-
TUBHbBIM METOOM UCCNE0BAHUA COCTOAHUA MbILEYHOI TKaHW, TpebyIoLWUM aanbHenwero pa3suTus. CoBeplieHCTBOBaHME
TEXHOJIOTUM, METOAMK MOJyYeHUs U300paxeHus 1 ero 06paboTKM, CTaHAAPTM3ALUA TEXHUKW NO3BONAT B AaNbHeliem
pacwupuTb 061acTb NPUMEHEHUS aHHOMO METOAa.

KnioueBble cnoBa: fetckuit LepeGpanbHblil napanuy, ynbTpasByKoBas 3nactorpadus, MbllWLbl, CUCTEMATUYECKUT 0630p

IOna uutnpoBanusa: Kenuc B.M., Canorosckuit A.B., Menbyerko E.B. v gp. YnbtpassykoBas anactorpadus moiw y feTen
C [EeTCKUM LiepebpanbHbIM Napanuyom: cUcTeMaTMyeckunii 063op nutepatypsl. HepBHO-MbllweyHble 6onesHn 2022;12(1):
10-20. DOI: 10.17650/2222-8721-2022-12-1-10-20.
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Quantitative analysis of skeletal muscles in cerebral palsy is an important but unsolved problem. Ultrasound elastogra-
phy is a group of diagnostic methods that allow visualizing tissue stiffness, measuring and displaying biomechanical
properties of tissues. The aim of our study was to conduct a systematic analysis of literature on ultrasound elastography
of skeletal muscles in children with cerebral palsy.

A literary search for keywords in the databases PubMed, Google Scholar, eLIBRARY was carried out. The inclusion crite-
ria were nosology (cerebral palsy), age (up to 18 years) and the study design (original study in ultrasound elastography
of the skeletal muscler), as well as the availability of detailed information about the technical issues, demographic
and clinical data.

The final analysis included 20 publications. Patients with hemiplegic cerebral palsy were most often studied, with the
healthy side used as a control, shear wave elastography was used more often, in which both share wave velocity and
shear modulus were assessed, and linear probes were used more often. The most frequent anatomical objects were the
calf muscles. Most often, elastography was used to assess the results of botulinum therapy, and demonstrated an increase
in muscle elasticity after treatment.

Ultrasound elastography as a method od assessment of the mechanical properties of skeletal muscles in children with
cerebral palsy cannot be considered suitable as a routine study at the moment. But the method showed promising results
for the research purposes: all the publications we analyzed demonstrated significant difference in elastography indi-
cators both when comparing with unaffected limb or with healthy controls. Positive changes were also detected after
various therapeutic interventions aimed to reducing muscle tone and retraction e. g. botulinum toxin injections.

The absence of a unified approach to muscle elastography in children with cerebral palsy was demonstrated, both for
data obtaining and interpretation. In general, ultrasound elastography of the skeletal muscles in children with cerebral
palsy is a promising method for qualitative and quantitative assessment of muscle tissue that requires further develop-
ment. Improvement of technology, standardization of technique and measurements will further expand the usage of this
method.

Key words: infantile cerebral palsy, ultrasound elastography, muscles, systematic review

For citation: Kenis V.M., Sapogovskiy A.V., Melchenko E.V. et al. Ultrasound elastography of muscles in cerebral palsy:
systematic review. Nervno-myshechnye bolezni = Neuromuscular Diseases 2022;12(1):10-20. (In Russ.). DOI: 10.17650/

2222-8721-2022-12-1-10-20.

M3MeHeHrsT MBI TP TETCKOM IiepeOpabHOM Ia-
pamae (JILIIT) ¢ Touky 3peHNs TTaToreHe3a HOCSIT BTOpHY-
HBII XapaKTep MO OTHOIIECHUIO K IOPAaKEHUIO IICHTPAITBHOM
HepBHOI cuctemsl [1]. Tem He MeHee UMEHHO 3TU Hapy-
IIEHUSI CO CTOPOHBI MBI KaK 3(PHEeKTOPHBIX OPraHOB
OIIPENeISTIOT B HAMOOJIBIIEH CTeTIeHH COOCTBEHHO KITMHM -
YecKHUe TPOSIBJICHMST 3a00JIeBaHSI — IBUTATEJIbHBIC HAPY-
wmeHwus1. [lepBuyHbie nBUraTeabHbBIe HapylneHus mpu LI
MIPUHSITO Pa3aelisiTh Ha HECKOJIBKO TUTIOB: CITACTUIHOCTD,
IUCTOHWS, pUTUIHOCTD, TUTIOTOHMS U 1p. [2]. UMetomue-
CsI B JIMTEepaType OIpeAeICHUS] 3TUX IBUTATeIbHBIX (DEeHO-
MEHOB HOCSIT IO IIPEUMYIIIECTBY OIMCATEIBHBIN XapaKTep
U HE colepxXar B cebe 2JIEMEHTOB, KOTOPbIE MOTYT ObITh
ITOJIOXKEHBI B OCHOBY CTPOTO KOJIMYCCTBEHHBIX METOIIOB
oreHKU. Hambosee n3ydeHHBIM U3 IBUTATCIIFHBIX Hapy-
meHui, XxapaktepHbIx 11t LI, sBisieTcst cmacTUIHOCTb,
HO JaXe IUIST Hee OTCYTCTBYIOT CTPOTO KOJHMYECTBEHHBIC
MeTombl 00BbEKTUBHOI olleHKM. Hambosee 4acTo NCIob-
3yeMbIe IITKaJIBl OLICHKY CITACTUIHOCTH (ITKajia DIIBOpTa,
mKana Tapabe) [3] SIBASIOTCS IOJYKOJINYECTBEHHBIMU
1 B 3HAYNTEILHOM CTETIEHU 3aBUCST OT MUCCIICIOBATEIs.

IMomumo nzmenenuii Tonyca ripu JI LI B mbiiiiie mpo-
HUCXOISAT BTOPUIHBIE ATOJIOTMUECKIE ITPOLIECCHI, IIPUBO-
ISIIe K N3MEHEHHUIO €€ CTPYKTYPHBIX XapaKTePUCTHK.
B niepByto ouepens OHM HPOSBIISIIOTCST ITPOTPECCUPYIOIINM
$1OPO30M MBIIIIEYHONM TKAHHW, KPOME TOTO, ITPOUCXOISIT
W3MEHEHUSI BI3KO3JIACTUIHBIX CBOMCTB KaK MBIIIIIIHI B IIe-
JIOM, TaK 1 OTIeJbHBIX ee (uopuii. Eme ogHuM ¢akTo-
POM, BIMSTIOIIMM Ha (PYHKITMIO MBIIIIIEI TIPA JAHHOM 3a-

0oJIeBaHNH, SIBJISIETCS U3MEHEHME apXUTEKTOHUKH MBIIIII,
XapaKTepu3yoleecs, KaK IIpaBUiIo, peTpaKIMeii MbIIIeU-
HOTO OpIOIIKa ¥ MU3MEHEHNEM HaITpaBJICHUS X0Ia MbIIIICU-
HBIX BOJIOKOH [1].

JnutenbHOoe BpeMsl peapPUHUMAIUCH MOMNBITKA KO-
JINYECTBEHHON OLIEHK! M3MEHEHUI B MBIIICYHOU TKAHHU
npu JLIT. ITpu aTOM B pazHOe BpeMs mpeajiarajJuch Me-
TOIVKHN MHCTPYMEHTAJIBHOM OIIEHKH C IIEJIBI0 YMEHBIITUTD
(akTOp CYOBEKTUBHOCTH U IMIOBBICUTH TOUHOCTh M3MEpPEe-
Huii. BaxXXHOCTD 3TUX 3a71a4 ompenesseTcs: HeOOXOIUMO-
CTBIO KaK MPOTHO3MPOBAaHMUS TCUCHUS 3a00JIeBaHMSI, TaK
1 OLICHKM PE3yJIBTaTOB Pa3IMIHBIX BUIOB JieueHMS. B mep-
BYIO Oouepellb 9TO KacaeTcsl HeMOCPEACTBEHHO aHTUCTac-
TUYECKOM TepaImnu (B TOM YKCJIe OOTYTMHOTEPATINI) U XM~
pyprun cnacTUIHOCTH. C 3TOM IIENBIO C pa3INYHBIM
YCIIEXOM IIPUMEHSUTICh METOAMKNA MEXaHUIECKOUM TOHO-
METPHUH, MEKTPODU3NOIOTTICCKIIC METOIBI, PA3TMIHbBIC
METOIbI KOCBEHHOM OIleHKM. HecMOTpst Ha MHOTOYMCIIEH-
HBIE TIOMBITKH ITOJO00HOTO Poaa, MHCTPYMEHTAJIBHBIC Me-
TOMBI OLICHKW MBIIIICYHOTO TUTIEPTOHYCA M MEXaHMIECKIX
cBOMCTB MbIlILbl Y AeTeid ¢ JILIIT mo pasHbIM mpuyrHam
He HaIIUTH IITMPOKOTO TTPUMEHEHUS. DTO CBI3aHO KakK C OT-
HOCHUTEJIbHO HU3KUMU TT0Ka3aTeISIMA MH(POPMATHBHOCTH
1 BOCITPOM3BOINMOCTH TAHHBIX METOIOB, TaK U C HEOOX0-
JTUMOCTBIO VICTIOJIB30BaHUSI MOITOIHUTEIBHOTO 000PYIO-
BaHus [4].

B mrociiemHme ros yIsTpa3ByKOBast AMAarHOCTHKA T1aTO-
JIOTMYECKMX COCTOSTHMI pacIIUpsieT CBOM BO3MOXKHOCTHU
3a CUCT MOBBIIIICHIUST Pa3pelaoIIeii CITOCOOHOCTH IIPHUOOPOB,
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a TaKKe B CBSI3M C TTOSIBJICHUEM HX JOTIOTHUTEIBHBIX (DYHK-
mit. Cper BaXXHBIX TOCTVKEHHI TAKOTO POJIa, TI03BOJISI-
IOIINX PACIIMPUTE (PYHKIITMOHAIBHBIEC BOSMOXKHOCTH YThb-
TpacoHOTpadrM, TOCTATOYHO MHTEHCUBHO Pa3BUBACTCS
HampaBjI€HUE yIbTPa3ByKOBOI anactorpaduu [5].

Dmacrorpadus — rpymmna IMarHOCTUIECKIX METOMIOB,
ITO3BOJISTIOIINX BU3YAIM3UPOBATh XKECTKOCTh TKaHU, OCY-
IIECTBIIATh U3MEPEHUS 1 OTOOpaKaTh OMOMEXaHNICCKIEe
CBOICTBA TKaHEH, CBSI3aHHBIC C YIIPYTMMU BOCCTaHABIIH-
BaOIMMU CHJIaMU, TIPOTHUBOACHCTBYIOIIMMU AehopMaIii
CIBUTA, 9TO JACT JOITOTHUTEIIBHYIO BO3MOXHOCTH T de-
PEHLIMPOBATh [MaTOJIOTMYECKME IIPOLIECCHl B TKaHsX [6].
Ha cerogusimmHmit neHb nMeeTcss 2 OCHOBHBIC TEXHOJIOTHH
syacTorpacnm: KOMIIPECCUOHHAS 3J1acTorpadus W 1a-
crorpacdust caBuroBoii BonHo#M. C pu3myeckoil TOUKn
3peHUs] KOMIIPECCHOHHAS 31acTorpadust MOXKET obecIie-
YUBaTh TOJBKO KaUYECTBEHHYIO XapaKTepHCTUKY pacIipe-
JIeJICHUS YIIPYTOCTH (3KECTKOCTH) B TKAHSIX. DiacTorpadus
CIBUTOBOI BOJTHOI MCITOJIB3YeT OILIEHKY CKOPOCTH PacIIpo-
CTpaHEHUsI CIBUTOBOI BOJIHBI, KOTOPASI BBIIIIE B KECTKIX
TKAHSIX M HUXKE B MSITKUX TKaHsIX [5].

IlepBbie cooOleHUs1 06 NCMOAB30BAHUKU COHORJIACTO-
rpachvy B MeIUIIMHE OBIIN OITyOJIMKOBAaHbI B Havase 90-x ro-
noB XX Beka [7]. [lepBoHavyanbHO AaHHAST TEXHOJIOTHUS
HallTa MPUMEHEHNE B TMAarHOCTUKE M MHBAa3MBHBIX BME-
IIaTeILCTBAX IIPH MCCICIOBAHUM OIyXOoJeit mmedeHn [§],
HO IT0 Mepe TOTO KaK 3/acTorpacdist CTAaHOBIIIACH CTAHIAPT-
HBIM METOIOM MCCJICIOBAaHUS B TEIIATOJIOTUH, TTOSIBUJICS
HWHTEpeC K ee MCIIOIb30BaHMIIO U B IPYTUX 00IacTsx [9].

MpElreyHast TKaHb IIPEICTABIISICTCSI BEChMa MePCIeK-
TUBHBIM OOBEKTOM B CBSI3M C JOCTYITHOCTBIO JISI CCIICIO-
BaHMs, a TAaKXKe BaXXHOCTBIO OLICHKM €€ 3JIaCTUYCCKMX
cBoiicTB. B HacTosIIIIee BpeMsI B JIMTEPaType UMEETCS T0-
CTaTOYHOE KOJUYECTBO MCCIIEIOBAaHUN, MOCBSIICHHBIX
Pa3TMIHBIM acieKTaM IIPUMEHEHMS 3/1acTOrpaduy MbIIII-
IbI. DTU UCCICIOBAHUS KAacalOTCS OLICHKW MBIIICYHOM
TKaHU KaK B HOpMe, TaK W TIPU €€ Pa3IMIHBIX TTaTOJIOTH -
YECKHUX COCTOSTHUSIX.

Dnacrorpadus MBI TAKXKE TOCTATOYHO aKTHMBHO
HCTIOJIB3YETCS TP HEHPOMBIIIICYHBIX 32a00JIeBAHMSIX: B JIM-
TepaType UMEIOTCA ITyOIMKAILINUT, TTOCBSIIIEHHEIE TIPUME-
HEHMIO JAHHOTO METOHA MPU ITOCIEACTBUSIX HAPYIICHUN
MO3TOBOTO KpOBOOOpaIeHNs, boe3Hn Jl1oleHHa, a TaK-
xe ripu JILIIT [10]. OmHako 3T¥ MccaenoBaHUsI HOCIT pas3-
PO3HEHHBIN XapakTep. B ¢BsI3u ¢ 3TUM 11eJIbI0 Hallei pa-
0OTHl OBLIO IPOBENCHHWE CUCTEMAaTUYECKOTOo aHaIm3a
JMAHHBIX TMEIOIINXCS B IUTEPAType UCCIeIOBAHMUIA, TTOCBSI-
IIeHHBIX 371acTtorpaduy Mesl y aeteii ¢ JALTT.

Hamu mipoBenieH TTOMCK JIUTEPATYPhI MO KITFOYSBBIM
cJI0BaM B HanboJtee MH(GOPMATUBHBIX 0a3ax JaHHBIX Ha aH-
miickoM U pycckoM si3bike (PubMed, Google Scholar,
eLIBRARY). B kauecTBe KiTFOUEBbIX CJIOB IIJIST IIOMICKA HAMU
OBLTI CITOJIB30BAHBI CIICAYIOIINE COYCTAaHMS: «31acTOTpa-
us» + «merckuit uepedpabHbBIN Mapaany», «elastography»
+ «cerebral palsy», «<sonoelastography» + «cerebral palsy».
Kpurepusimu BKITIOUeHMS ITyOJTMKAIIA B aHATIN3 SIBJISIACH

cootBercTBUe Ho3omoruu (IILIT), Bo3pacTy (mo 18 mer)
¥ WCIIOJIb30BaHHOMY METOIY MCCIeIOBaHUs (YIETPa3By-
KOBas 3y1acTorpadust MBIIIII), UX IU3aiiH (OpPUTHHAIBHOE
HCCIIeI0OBaHNME), a TAKXKE HAIMYKME CBEACHUI O METOINKE
WCCIICIOBAaHMSI, OIMMCAaHNE BO3PACTHBIX, JeMOTrpa(pruIecKIx
¥ KIIMHAYECKNX TI0Ka3aTesIeit MCCIIeMyeMO TPYIIIIBI Talli-
eHTOB. KpuTepunsMu NCKITIOUeHUS ITyOIMKAITNY U3 aHATN3a,
COOTBETCTBEHHO, SIBJISTCH 0030pHBIN XapaKTep MCCIIeIO-
BaHVSI JTN0O ONMMCaHNe KITMHNIECKUX CIIy4aeB, HECOOTBET-
CTBHE 00CIICIOBAaHHBIX ITAIIMEHTOB U3yIaeMOM HO30JIOTHH,
OTCYTCTBUE OITMCAHMS TTAIIUEHTOB U METOIUKMU.

[My6mmkanmy ObUTH ITpOaHATM3UPOBAHEBI B COOTBETCT-
BHUU C pa3pabOTaHHBIM HaMHU aJITOPUTMOM: aHATU3UPOBa-
JINCh MCTIOb30BaHHAS METOIMKA, NCITOIb30BaHHBIN TTPH-
00p, TeXHUKa MCCIEIOBAHUS, YHNCIO OOCIeTOBAaHHBIX,
HaJIM4ne KOHTPOJBHOM TPYMIIBI, ITapaMeTPhl, KOTOPHIe
OILICHMUBAJINCH UCCIIeI0BATEISIMU. Pe3ybraThl ObLIN CBe-
JIEHBI B OOIILYIO TAOIUITY I HATJISITHOTO TIPeACTABICHYS.
Ha 2-m sTare oneHMBaINCh KIMHUYECKAs] 3HAYNMOCTD
MyOJIMKAITNIA, a TAKXKe BO3MOXHOCTb HMHTEPITOJIMPOBAHMS
€e TaHHBIX Ha ITOBCETHEBHYIO KIMHNYECKYIO IIPAKTHKY.

[lepBUYHEBI TONCK B 0a3aX JAHHBIX ITOKA3aJI OTCYTCT-
BHE UCCIICAOBAHMI, COOTBETCTBYIOIINX 3asIBJICHHBIM KPH-
TEepUSIM, OIyOJIMKOBAaHHBIM Ha PYCCKOM si3biKe. ITomck
B MEXIYHAPOIHBIX 0a3ax JaHHBIX BBISIBIII 830 COOTBETCTBUIA
KJTI0YEeBBIM ci1oBaM. ITocie mepBUYHOTO aHaIM3a Ha COOT-
BETCTBHE, a TAKXKE MCKIIFOUCHUS TYOIMPYIOIINX U IIUTH-
pyIOIINX ITyOJIMKALIMii OBUIO 0TOOpaHO 27 peieBaHTHBIX
WCTOYHUKOB, KOTOPBIC OBLIN IIPOAHAIN3MPOBAHEI HA CO-
OTBETCTBHE KPUTEPHUSIM BKIIOUCHUS. B OCHOBHOI aHAIIN3
oo 20 ImyOIMKaImrii, COOTBETCTBYIOIINX 3asIBIICHHBIM
Hamu Kputepusim [11-30].

B cooTBeTcTBIM ¢ TUTAHOM MCCIIEAOBAHMS PE3YIBTaThI
aHaM3a CTPYKTYphI MyOIuKaluii (001I1e CBeNeHNs O Ma-
Teprajaax W METOIaX MCCIACHOBAHWI) IpenCcTaBICHBI
B Tab. 1.

[lepBBie MyOIMKAIIAN TI0 MCITOJIB30BAHMIO 3JIACTOTPA-
¢dum nipu JALIT otHOCcaTcsa kK 2012 1. [23, 26], a GoONbIIMH-
ctB0 (17 m3 20 my6omMKaInii) — K IMOCJASIHUM 5 ToaM, 9TO
CBUIETEIBCTBYET O HapacTalolleM MHTepece K TaHHOM
Mmetonauke. Kak BUIHO U3 IIpeACTaBICHHBIX B Ta01. 1 maH-
HBIX, B OOJIBITMHCTBE CIy9aeB NCCICIOBAHUS OTPaHNIM -
BaJIMICh OTHOCHUTEILHO HEOOIBIIIMMU IPYITITIAMY TTALIEHTOB
(10—20 mereit). Hambosee gacTo m3ydaauch MaMeHTHI
¢ remumnaperndyeckumu dopmamu LT [14—16, 20, 25,
27—29], mpu 3TOM B Ka4eCTBe KOHTPOJISI MCTIOJIH30BaJIaCh
3M0poBasi cTopoHa. Takke Oosiee 4acTo, 0COOEHHO B T10-
CJIeTHME TOMBI, MCITOJIb30BAJIACh 3JIacTOrpachusi CABUTOBOM
BOJIHOI [11-22, 24, 25, 27, 28] 10 cpaBHEHMIO C KOMITIpEC-
CHOHHO 2yacrorpadwueii [23, 26, 29, 30]. B 19 uccieno-
BaHMSIX IPUMCEHSTACH IMHEWHBIC TATYUKH, TIO3UITNOHM -
pPOBaHME MATYMKA OCYIIECTBIISIOCH IO IIPOIOJIBHOM OCH
MBIIILBL B 16 myOnuKaLusx, a 1o rnomnepeyHoit — B 4. Cpe-
I METOIVK OLICHKU PE3YJIETATOB IS IIPSIMOIT KOMIIpec-
CHOHHOM 31acTorpaduy UCITOIb30BANICS ITOJTYKOIMICCT-
BEHHBI METOJ, a MpU daacTorpaduru CABUTOBOI BOJHOM
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Table 1. Materials and methods of the reviewed papers

w

~

o]

O

Aslan,
Analan,
2018

Bertan

etal.,
2020

Bilgici
etal., 2018

Boulard
etal.,
2015

Boulard
etal.,
2021a

Boulard
etal.,
2021b

Boyaci
etal., 2014

Branden-
burg et al.,
2018

Branden-
burg et al.,
2016

I Publication b lenr
9CB

Siemens
JIJ1 4—9 MIix
SWE
Siemens
LP4-9 MHz

OCB (ARFI)
Siemens
JIJ1 4—9 MIix
SWE (ARFI)
Siemens
LP4-9 MHz

SWE
Siemens
JIJ1 4—9 MIix
SWE
Siemens
LP 4-9 MHz

B3CB,

Aixplorer Supersonic

SWE
Aixplorer Supersonic

BCB,

Aixplorer Supersonic

SWE, Aixplorer
Supersonic

3CB,

Aixplorer Supersonic

SWE, Aixplorer
Supersonic

K9
Mylab Twise
JIA 12 MIix

RTE Mylab Twise
LP 12 MHz

3CB

SuperSonic Imagine

JIJ1 4—15 MIix
SWE
SuperSonic Imagine
LP4—15 MHz

5CB

SuperSonic Imagine

JI 4—15 MIix
SWE SuperSonic

Imagine LP 4—15 MHz

25 nmaiyeHToB
¢ JIT, 50 ta-
300€ApEeHHBIX
CYCTaBOB
25 patients, DP,
50 hips

33 nauueHTa,
49 KOHEYHOCTEH,
JITu I'TT
33 patients,

49 limbs,

DP and HP

12 mauueHTOB
c A1, 24 xoneu-
HOCTU
12 patients, DP,
24 limbs

8 manueHToB
cI'TI
8 patients, HP

10 marueHTOB,
I'TI
10 patients, HP

11 mamueHTOB,
I'TI
11 patients, HP

16 manueHToB,
O u I'TT
16 patients, DP
and HP

9 nmeTeii,
JITu I'TT
9 patients,
DP and HP

14 nereix,
JITwu I'TT
14 patients,
DP and HP

Control

Her (kpoccexkuu-
OHHOE HCCJIeI0Ba~

Hue)

No (cross-sectional

study)

ITpocniekTBHOE
HCCIIeOBaHNe
(BT)
Prospective
study (BT)

ITpocniekTBHOE
HCClIeA0OBaHUE
(BT)
Prospective
study (BT)

HemnopaxeHHast
CTOpOHA
Non-affected
limb

HenopaxeHnHas
CTOpOHa
Non-affected limb

HenopaxenHas
CTOpOHa
Non-affected limb

310pOBhIEC AETH
Healthy control

ITpocnexTuBHOE
HCCIIeI0BAHUE
(BT)
Prospective study
(BT)

13 310pOBBIX AeTel

13 healthy controls

Studied muscles and parameters

Mm. gluteus medius,
gluteus maximus, adductor magnus, m. iliopsoas.
TIpononbpHOE pacnookeHue aTInuKa.
ROI — 5 x5 MM, CCB (M/c)
Mm. gluteus medius, gluteus maximus, adductor magnus,
and iliopsoas.
Parallel probe positioning. ROl — 5 x 5 mm, SWV (m/s)

M. gastrocnemius medialis, m. gastrocnemius lateralis.
ITponosibHOE pacnooXeHre JaTYNKA.
ROI — 5 cm?, CCB (Mm/c)
M. gastrocnemius medialis, m. gastrocnemius lateralis.
Parallel probe positioning.
ROI — 5 cm?, SWV (m/s)

M. gastrocnemius medialis.
Hpo;[oanoc PaCIIOJIOKECHME JaTYMKa.
ROI — 5 x 5 mm, CCB (Mm/c)

M. gastrocnemius medialis. Parallel probe positioning.
ROI — 5 x 5 MM, SWV (m/s)

M. gastrocnemius medialis B ToKoe 1 TpU MaKCUMallb-
HOM ITaCCUBHOM PACTSKECHUH.
MC (xITa).

J1OTOTHUTEILHO: YToJl EHHAIIMU, TOJIIMHA MBIIILIBI
M. gastrocnemius medialis at rest and in passive stretching.
MC (kPa).

Additionally: pennation angle, muscle thickness

M. gastrocnemius medialis, m. tibialis anterior.
MC (xITa).

J1OTTOTHUTEIHHO: TOJIIIMHA MBIIIIIBI B HEUTPalb-
HOM ITI0JIO2KEHUU U B PA3JIMYHBIX (l)yHKI.[I/IOHaJH:HI)IX
TIOJIOXKEHUAX
M. gastrocnemius medialis, m. tibialis anterior.

SM (kPa). Additionally: muscle thickness in neutral
and functional positions

M. gastrocnemius medialis.
JIOMOTHUTETBbHO: M30KMHETUYECKAsT TMHAMOMETPUST
M. gastrocnemius medialis. Additionally: isokinetic
dynamometry

M. gastrocnemius medialis.
ROI — 7,5 x 7,5 mm?.
IIpononbHOE pacniosoXeHre JaTYuKa.
Wupexc ELX 2/1, aHanu3 [IBETOBOI MaTUTPhI
C IIOMOIIbIO rpaYECKOro perakTopa n300paxkxeHNi
M. gastrocnemius medialis.
ROI — 7.5 x 7.5 mm?. Parallel probe positioning.
ELX 2/1 index, color spectrum analysis

M. gastrocnemius lateralis.
TIpononeHoe pacnionoxenue garanka. MC (kI1a).
JlonoMHUTENBHO: TOBEPXHOCTHAS 3JIEKTPOMUOTpa-
bust
M. gastrocnemius lateralis.
Parallel probe positioning. M (kPa). Additionally: surface
EMG

M. gastrocnemius lateralis.
TIpomonbHOE pacTiooXeHME qaTInKa.
MC (xITa). JlonmoaHUTEIbHO: MOBEPXHOCTHAS
3JIeKTpOMUOTpadust
M. gastrocnemius lateralis. Parallel probe positioning.
MC (kPa). Additionally: surface EMG

o~
-—
=
o
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Publication Method Patients
OCB
Corrado S DS 21 pebeHOK
JII 1—-7 MIix
10  etal., SWE cI'TI
2019 Samsung RSS0A 21 patients, HP
LP1-7 MHz
BCB
LOGIQ E9 24 maiyeHTa,
. 43 HUXKHNE
(General Electric) KOHEIHOCTIH
11 Dag et al., JIJ1 9 MIix I TTI >
2020 S 24 patients
LOGIQ E9 (General patients,
Electric) D413 lm:ibi[’l)
LP 9 MHz an
9CB
Siemens 25 manueHToB
Analan, 34”9 M ¢ I
12 Aslan, SWE 25 pati
2019 ‘ patients,
Siemens DP
LP 4-9 MHz
K9 15 nereit, 27 xo-
Siemens HeuHocrew, AT1
13 Kwon JII 4—9 MIix u I'Tl
etal., 2012 RTE 15 patients,
Siemens 27 limbs,
LP 4—9 MIit DP and HP
OCB
Lalle-  Aixplorer Supersonic 16 mereii,
14 mant- JIT 8 MIix JITu I'TT
Dudek SWE 16 patients,
etal., 2021 Aixplorer Supersonic DP and HP
LP 8 MHz
OCB
SuperSonic Aixplorer 8 nereii
Leeetal,  JI14—15MIu .
15 cITI
2016 S 8 patients, HP
SuperSonic Aixplorer patl ’
LP 4—15 MHz
KD
Park Siemens 17 nereii ¢
> JIJT 5—13 MIix JIT u I'TI
16  Kwon, .
2012 _RTE 17 patients,
Siemens DP and HP
LP 5—13 MHz

14

IIpodonxcenue mabauybr 1

Continuation of table 1

Control Studied muscles and parameters
TTpocTeKTUBHOE . M. soleus.
e P — OIIEPEYHOE [ﬁ/ellénonro[)l(eHHe JaTIMKA.
(BYBT 1 pa3 B He- (1K 33)-6 VBT
JeITIo 5 He ) Mo, cpasy nociie, 4epes 1, 3 u 6 Mec rociie
Prospective study . M. soleus. -
(ESWT once Perpendicular probe positioning.
SM (kPa).

LTI = ST ) Before immediately and 1, 3, 6 months after ESWT

M. gastrocnemius medialis, m. tibialis anterior.

ITpocnekTrBHOE
JlaT4uK mapauiesibHo.
HCCIIeIOBAHNE ROI — 5 a2
o bT u uepes :
(o B ks MC (xTTa)

M. gastrocnemius medialis, m. tibialis anterior.
Parallel probe positioning.
ROI — 5 Mmm2.
SM (kPa)

Mm. gluteus medius,
gluteus maximus, adductor magnus, iliopsoas.
[IponosbHOE pacnooXeHUe JaTyrKa.

Prospective study
(BT — before and
after 1 month)

Het (kpoccekim-

OHHOE HCCIIEN0BA- RODS5>0 My,
A CCB (m/c)
Hue) .
. Mm. gluteus medius,
No (cross-sectional . e
gluteus maximus, adductor magnus, and iliopsoas.
study) oo
Parallel probe positioning.
ROI — 5 x 5 Mm.
SWV (m/s)

M. gastrocnemius medialis, m. soleus.
HOJIyKOJ'II/I‘{eCTBeHHaH OILIEHKa 10 IIBETOBOM IIIKaje
(TucrorpamMma).

HpO,Z[OJ'IBHOC PacCIioJIoKEHUE JaTYruKa
M. gastrocnemius medialis, m. soleus.
Semi-quantitative (histogram).

Parallel probe positioning

13 3mOpoBBIX
nerei
13 healthy controls

M. gastrocnemius medialis, m. biseps brachii.
B cpenrem nonoxxenuw (90°) 1 Tipu pacTsSKEHUU.
IIpomonbHOE pacooXeHNe JaTInKa.
MC (kITa)
M. gastrocnemius medialis, m. biseps brachii.
Neutral position (90°) and stretching.
Parallel probe positioning.
SM (kPa)

M. gastrocnemius medialis, m. tibialis anterior.
ROI — okpyXHOCTb IMaMETPOM 12 MM.

S TIOJIOXKEH NI TOJIEHOCTOITHOI'O CYCTaBa.
IIpononbHOE pacmionoxeHre JaTInuKa.
CCB (Mm/c)

M. gastrocnemius medialis, m. tibialis anterior.
ROI — okpyXKHOCTb THaMETPOM 12 MM.

5 ankle positions.

Parallel probe positioning
SWV (m/s)

29 3010pOBBIX
eTen
29 healthy controls

HenopaxeHHas
CTOpOHA
Non-affected limb

IIpocnekTrBHOE
HCCIIeMOBaHME
(BT + peabunuTa-
1S — 10 JICUECHUSI
u yepe3 4 Hem)
Prospective study (BT
+ rehabilitation —
before and 4 weeks
after)

M. gastrocnemius medialis.
INonykonnuecTBeHHasl OLIEHKA IO IIBETOBOM IIIKaIe
(rucTorpamma).

TIpomosbHOE pacToOXKEeHUE JaTINKA
M. gastrocnemius medialis.
Semi-quantitative (histogram).

Parallel probe positioning
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Oxonuanue mabauyst 1
End of table 1

Patients Control Studied muscles and parameters
OCB (ToueuyHas)
Samsung RS80A M. soleus.
ultrasound scanner 21 mamueHT 21 310POBHIi MC (xITa).
17 Vola et al., K 1-7 MIix c Tl £6£{OK [MomepeuHoe pacmooxeHue JaTInKa
2018 SWE (Toueunast) 21 patients, ) hgal o M. soleus.
Samsung RS80A HP y SM (kPa).
ultrasound scanner Perpendicular probe positioning
CP 1-7 MHz
M. gastrocnemius medialis et lateralis, m. tibialis
anterior.
BCB 1 pedenok ¢ I'TT  TIpomosibHOE 1 TTONIEPEYHOE PACTIONOXKEHUE JaTUNKA.
Samsung SonoAceX6 (cTaHmapTHas CCB (m/c).
; 3 pebeHKa .
18 Parvin JII 3—13 MIix eI peabunuTarms) JIOTIOTHUTETBHO: 2JIEKTPOHEMPOMUOTpadust
etal., 2017 SWE 3 patients. HP 1 patient with (H-pedrekc), BoI3BaHHbIE ABUTATEIbHbIE MTOTEHIIMATbI
Samsung SonoAceX6 p ’ HP (standard M. gastrocnemius medialis et lateralis, m. tibialis anterior.
LP3—13 MHz rehabilitation) Parallel and perpendicular probe positioning.
SWV (m/s).
Addional: H-reflex, motor evoked potentials
K5
Samsung M. gastrocnemius medialis, m. tibialis anterior.
SonoAceX6 IIponosbHOE pacnoioXKeHre JaTynKa.
19 Mansouri JIJ1 3—13 MIix 12 nereii ¢ I'TI Her TTomykonmuecTBeHHBIN aHAIN3 THCTOIPAMM
etal., 2016 RTE 12 patients, HP No M. gastrocnemius medialis, m. tibialis anterior.
Samsung Parallel probe positioning
SonoAceX6 Semi-quantitative (histogram)
LP 3—13 MHz
BHyTpeHHss rpyIa crubareieil rojeHu,
m. gastrocnemius, CrudbaTe N MPEATIeYbs,
K5 111% (;;gzlégiﬁge crudareny KUCTH.
MyLab 70 XVision 10 mammeHTOB (OIICHKA 110 H e~ ITonepeuHoe pacrnoyiokeHre AaTyuKa.
20 Picelli JIJ1 13 MIix ¢ JAITu I'TT e3 1 Mec TocTe) IIpomenT xxectkoctu. [ToaykommuecTBeHHAS IITKAIa
etal., 2017 RTE 10 patients, DP ppms e e Heckmatt
MyLab 70 XVision and HP p(be fore Y Medial hamstrings, m. gastrocnemius, elbow and wrist flexors.
LP 13 MHz Perpendicular probe positioning

and 1 month after)

hardness percentage.
Heckmatt scale

Ilpumenanue. ICB — snacmoepaus cosuzosoii oanoil; KB — xomnpeccuonnas snacmoepagus; JII — auneiinviit damuur; K — xown-
sekcHutli damyux; JI1 — ounaeeus; I'll — eemunneeus; bT — bomyaunomepanus; YBT — sxcmpakopnoparvhas yoapHo-604H08aAs
mepanus; MC — modyas cosuea; CCB — ckopocmb cosueosoii éoanbi; ROI — 30na unmepeca (region of interest).

Note. SWE — shear wave elastography, RTE — Real Time Elastography; LP — linear probe; CP — convex probe; DP — diplegia; HP — hemiplegia; BT —
botulinum therapy; ESW'T — extracorporeal shock wave therapy; SM — shear modulus; SWV — shear wave velocity; ROI — region of interest.
I ————

OLIEHMBAINCH KaK €€ CKOPOCTh (B M/C), TAaK U MOAYJb
caosura (B k[1a). Bo Bcex nccimenoBaHUSIX NCITOIB30BAJICS
TOJBKO OIWH TPUOOP M OZHA METONMKA TOJyYeHUS WH-
dopmanmm.

Hawubonee yacTbiM aHATOMUYECKUM OOBEKTOM, KOTO-
PBIi MCCIIeIOBAJICS B IIPOAHAIM3NPOBAHHBIX ITyOTUKALI -
sIX, ObLTY MBITIIIBI ToTeHU (18 mybomukanmit u3 20 u3ydeH-
HBIX), TJIABHBIM 00pa3oM KOMITOHEHTHI TPEXTJIaBOU
MBIIIIH TOJICHH, M3 KOTOPBIX MeInalbHass MKPOHOXHAST
MBIIIA ObUIa CAaMBIM YaCTBIM OOBEKTOM HMCCIICIOBAHMSI.
B 2 11 3 paboTtax, COOTBETCTBEHHO, MCCICIOBAIVICH MBIIIIIBI
mneya [24, 30] u 6enpa [11, 22, 30].

Takum o6pa3oM, MPOAEMOHCTPUPOBAHO OTCYTCTBUE
eIMHOTO ToaXoa K 3macTorpadu MbIIIb y geteit ¢ LT

C TOYKU 3peHUsI KaK TEXHUKW TOydeHusI MHhOpMaInu,
TaK U €€ aHaJIu3a U UHTEPIpeTaluu.

Ha 2-m 3Tarre HaMu OBIT ITPOBEACH aHAIA3 ComepKa-
HUS ¥ Pe3yabTaToB ucciaenqoBanuii. C TOYKM 3peHUs 1O-
CTAaHOBKM €U UCCIENOBAHUS BCE aHATU3UPOBAHHBIE
paboOThl MOXHO Pa3NeTUTh HA 2 TPYIIITBI: UCCIIEAOBAHUS,
TMOCBSAILEHHBIE OLIEHKE BO3MOXHOCTU METOJA YJIBTPa3By-
koBoit anacrorpacduu nipu LT (Tabn. 2), u uccnemnona-
HUS, TTOCBSIIUEHHBIE BO3MOXHOCTU OLIEHKU PE3YJIbTaTOB
JIeYeHUsT IPU paccMaTpruBaeMoM 3abosneBannu (Tadm. 3).
Oco060 B 2TOl rpynIie UCTOYHUKOB CJIEAYET YIOMSIHYTh
HUCCAeN0BaHUS, OMyOJIMKOBAHHbBIE OJHOM TPYIION aBTO-
POB, TTOCBSIIIEHHBIE TPUMEHEHUIO 31acTorpaduul CIIBUTO-
BO BOJIHOM MapajuIeIbHO C PEHTIEHOJIOTMYECKOM OLIEHKOMN

TOM 12

15
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Tabmuua 2. Pezyasmamst uccaedo8anus UHGOPMAmMuUGHOCMU MEMOOUKU 3AACMOopaduu Molidy, y demeli ¢ 0emcKuM yepeopatbHuiM Napasuom

Table 2. Basic parameters of muscle sonoelastography in children with cerebral palsy

“

Monynb caBura ObI1 3HAYUTEIHHO BBIIIE HA MAPETUYHON CTOPOHE.
BJ'IaCTOI‘a(l)I/IH OTpaKacT MBIIICYHYIO anO(l)I/I}O N NUBMEHEHUE XKECTKOCTU MBIIIIIBI.
BhyTpuskcnepTHast Haie>XXHOCTb XOPOIliasi B TTOKOE U XyXe MPU HaMPSKEHUUW MBIIIIIBI
SM was significantly higher on the paretic side.

Elastography reflects muscle atrophy and changes in elasticity.

Intra-rater reliability was good at rest, worse with muscle tension

Boulard, Gautheron,
Lapole, 2021;
Boulard et al., 2021;
Boulard et al., 2021

IMpu Bcex yrmax (0, 10, 20) MC 651 BBIIIIE y IETEH ¢ ETCKUM IIepeOPATHEHBIM MapaTIoOM
At all angles (0, 10, 20) SM was higher in children with cerebral palsy

Brandenburg et al.,
2016

O61IMe moKa3aTesId 3IacTorpauy OTIIMYATIUCH JOCTOBEPHO — CPeIHEe KOJMIECTBO KPACHBIX ITUKCEIei
1 CCB 0bu1H BbILLIE B IpyIIIe AeTeil ¢ 1eTCKUM LiepedpaibHbIM napainyoM. O6a mokasatenst
KOppEJInMpoBaJiu CO CIIaCTUYHOCTBIO 110 IIKaJIC 9HIBOpTa
Elastography data were significantly different — the average number of red pixels and SWV were higher in the group of
children with cerebral palsy.

Both indicators correlated with spasticity according to Ashworth scale

Kwon et al., 2012

BHyTpuaKcriepTHasi U MEX3KCIIepTHAasl HaJIeXXHOCTb ObLIY IOCTATOYHO BBICOKUMU. Moay/ib ciBUTra
B ITOKOE HE MMeJT 3HAYMMBbIX Pa3IMIMil MEXKIY MBIIIIIAMU U rpyrmnaMu. [1pu pacTsskeHMU MOIY/Tbh CABUTA
MKPOHOXHOI MBIIIIIbI ObLI JOCTOBEPHO BHIIIIE [0 CPABHEHMIO CO 3A0POBLIMU IETbMU 1 310POBOI CTOPO-
HOI1 (cooTBeTCTBeHHO 8,8 +4,1;2,9+ 0,71 5,0 £ 0,9 kIla, p = 0,05). [I)1s1 ABYI/IaBOM MBIIIIIBI 3HAYNMBIX
pa3Inynii 0OHAPYKEHO He ObLIO.
He 0ObL10 BBISIBIIEHO KOppesiuii co mkanoi DumBopra, MACS, GMFCS

Intra-rater and inter-rater reliability were high enough. Shear modulus at rest did not show significant differences between
muscles and groups. During stretching, the shear modulus of the gastrocnemius muscle was significantly higher compared
with healthy children and the healthy side (8.8 = 4.1 kPa, 2.9 = 0.7 kPa and 5.0 = 0.9 kPa, p = 0.05, respectively). For the
biceps muscle, no significant differences were found. No correlations were found with Ashworth scale, MACS, GMFCS

Lallemant-Dudek
etal., 2021

CCB 6bu1a Ha 14—20 % BHIlle HA OPaXXEHHOM CTOpOHE (m. gastrocnemius medialis — 5,05 n 4,46 m/c,
m. tibialis anterior — 3,86 u 3,22 M/c). He 66110 BBIsIBICHO KOoppessaiuii Mexay CCB, aMIinTynoii 1Bu-
xenust u GMFCS. IMoseimenre CCB conmpoBoXaaio yBeamueHne pacTsKeHIST MBI, MOMEHTA CUJTBI
M HaTsDKeHUe (hacliuKyl. ABTOPhI CBI3bIBaoT NoBbIlieHre CCB ¢ n3MeHeHrneM MacCUBHOTO PACTSIKEHMS
MBIIIIIBI 00JIbIIIE, YeM C AKTUBHBIMU (haKTOpaMu (runeppeduaekcusi, TMIIEPTOHYC)

SWV was 14—20 % higher on the affected side (m. gastrocnemius medialis — 5.05 m/s and 4.46 m/s; m. tibialis anterior —
3.86 m/s and 3.22 m/s). No correlations were found between SWV, range of motion and GMFCS. The increase in SWV
was accompanied by an increase in muscle stretching, torque, and fascicular tension. The authors associate the increase in
SWV with changes in passive muscle stretching more than with active factors (hyperreflexia, spasticity)

Leeetal., 2016

Monynb ciBuTa 3HAYMTENIEHO BBITIE TTPU AETCKOM IiepedbparbHoM mapanude (8,1 + 2,3 x[1a) mo cpaBHe-
HUIO CO 3MOPOBBIMM ManiMeHTamu (4,8 £ 1,7 kI1a). CunbHast Koppessiius (0,74) co mikanoit DuBopra
Shear modulus was significantly higher in cerebral palsy (8.1 £ 2.3 kPa) compared with healthy controls (4.8 & 1.7 kPa).
Strong correlation (0.74) with Ashworth scale

Vola et al., 2018

Koppensiust mpocTpaHCTBEHHO-BPEMEHHBIX ITapaMeTPOB XOABObI (ITUTETbHOCTH ITUKJIA II1ara)
¢ IapaMeTpaMu ajactorpaduu
Correlation of spatio-temporal gait parameters with elastography parameters

Mansouri et al.,
2016

Ilpumenanue. MC — moodyaw cdsuea; CCB — ckopocmb cdeueosoii oanvl; MACS — cucmema kaaccugpukayuu MaHyaibHovix HA8blK08;

GMFCS — cucmema Kaaccuguxauuu e100a1bHbIX 08UAMEAbHBIX (DYHKUULL.
Note. SM — shear modulus; SWV — shear wave velocity; MACS — Manual ability classification system; GMFCS — gross motor function classification system.

pUCcKa TIpOTPecCUpPOBaHUS TOABBIBUXA Oedpa y nmereit
¢ LTI [11, 22], koTOpbIe TOKA3aJIi KOPPETSILINIO UWHIEK-
ca MATpalnH (TIPOLICHT ITOIIepeYHMKA OCCU(UIIMPOBAHHOM
4acTu TMPOKCUMANbHOTO 3nudu3za 0eApeHHON KOCTH,
HE TIepeKPHIBAIOIINIICS CBOIOM BEPTIYKHOM BITaIWHBI)
CO CHIKEHUEM 2JIACTUIHOCTH aIyKTOPOB U crubdarenieit
Genpa.

Kaxk 1moka3bIBaioT IprBeIcHHEIE B TA0J. 3 JaHHEIE, BCE
MPOAHAIM3NPOBAHHBIE UCCIIEOBAHUS TIPOIEMOHCTPUPO-
BaJIM 3HAYMMbIE OTJIMYMSI TAPaMETPOB d1acTorpaduu mo-
PaXXeHHBIX MBI KaK MTPU CPABHEHUY C HETTOPAKEHHOM

CTOPOHOM Y AeTel TeMUTIapeTHIeCKOM (DOPMOIt, TaK U IIpH
CPaBHEHUM C KOHTPOJBHOW TPYIINONA 300POBBIX AETEH
MpU ee HATUIUU. DTU U3MEHEHUST XapaKTepUu30BaNCh
TTOBBIIIIEHNEM CKOPOCTU TIPOXOXKACHUST CIBUTOBOI BOJTHBI
¥ MOMYJISI YIIPYTOCTH, YTO OTPAKAIO CHUKEHUE IaCTHY-
HOCTU MBIIIEYHOW TKaHU. boiiee meranbHble MaHHBIE
T10 TTyOJIMKAIMSIM TIPUBEICHBI B TA0. 2.

Oco0blif MTHTEpEeC MPEACTARSIOT MyOINKaIU, B KOTO-
PBIX OTPaKEHBI PE3YIBTAThI OLIEHKN 3(D(EKTUBHOCTH pa3-
JIMYHOTO POJIA BMEILIATEThCTB C LIETbI0 BO3AECTBYS HA TTO-
paskeHHbIe MBIIIIIHI (CM. Ta0. 3), ipu 3TOM 3mactorpacdust



Jlexyuu u 0630po!

HepBHo-Mblweunbie 5O JIE3HH

Tabmmua 3. Pe3yasmamot Ucnoab308aHUS 2AACMOPAPUU MblULY, 015 OUEHKU IPdeKmueHocmu aevenus y demeil ¢ 0emcKuM yepeOparbHbiM apatuviom

Table 3. Muscle sonoelastography in assessment of the results of treatment in children with cerebral palsy

Publication

Results

M3ydeHa XeCcTKOCTb MBIIII Ta300eIpEHHOTO CyCTaBa y IeTei ¢ pa3InYHbIM MPOrpecCMpPOBaHUEM TIOABbIBUXA
6enpa. Koppensius co CHIKEHUEM 3JIaCTUYHOCTH aJIyKTOPOB U crubaresneil. Diuacrorpadust MOXET SBISIThCS

Aslan, Analan,
2018

JIOTTOTHUTETbHBIM UCTOYHMKOM MH(MOPMAILIMH IIPH IMPOTHO3UPOBAHNY TATOJIOTUH Ta300eIPESHHBIX CYCTABOB
Stiffness of the muscles of the hip joint in children with different stages of hip subluxation. Correlation of migration percentage

with stiffness of adductors and flexors was found. Elastography can be an additional tool for predicting the pathology

of the hip joints

ITpu oreHke Ha 1-M 1 3-M Mecsitie B ocHOoBHOM rpyrie (BT + peaGuinTaiivst) 0TMEYaaoCh CTAaTUCTUIECKH 3HA-

Bertan et al.,
2020

YUMOE U3MEHEHHUE MapaMeTPOB 31aCTOrpaduu TOIBKO Yepe3 MEeCIL Mocie UHBEKIIMU. B KOHTPOJIBHOM IpyIIe
(peabunuTanus) pa3iuunii He ObLTO

1 and 3 months after BT injection in the main group (BT + rehabilitation) there was a statistically significant change of the
elastography only 1 month after the injection. There were no differences in the control group (rehabilitation)

Bilgici et al.,
2018

Yepes 1 mec mociie JedeHuss — JOCTOBEPHO 3HAYMMOE CHIKEHME ITPOLICHTA XXEeCTKOCTH
(3,201 0,14 12,45+ 0,21 m/c)

1 month after treatment — significant decrease in hardness percentage (3.20 + 0.14 m/s and 2.45 + 0.21 m/s)

MC 10CTOBEPHO YMEHBINAJICS Yepe3 MeCSIII M He MMeN TOCTOBEPHBIX pas3iniuii yepe3 3 Mec mocie BT.
ITpu 5TOM ThLIbHAS (DIICKCUST HE U3MEHSITACh CTATUCTUYECKHU 3HAYMMO. ABTOPBI MPE/IIIOIaraloT, YT0 TOMUMO

Brandenburg
etal., 2018

CIIaCTUYHOCTHU B (l)OpMI/IpOBaHI/II/I KOHTpPaKTYPhI UTPACT POJIb HAPYIICHUE CIIOCOOHOCTH MBIIIEYHOI TKAaHUA
K aganTaliyu BCJICACTBUE YMECHBIICHUA KOJIUMYECTBA CAPKOMEPOB U YBEJIMUYCHUA UX JJIMHBI
SM significantly decreased after 1 month and had no significant differences 3 months after BT. At the same time, dorsiflexion

did not change significantly. The authors suggest that, in addition to spasticity, loss of adaptive function of the muscle due to
decreased number of sarcomeres and increase in their length plays a role in the contracture

Corrado et al.,
2019

OacTUYHOCTD YBEJIMYMBAIACH BIUIOTh 10 9-11 Heleau mocie okoHyaHus npoienyp DY BT, 3ateM cHuxanach
JIO ICXOTHOTO YPOBHSA K 24-i1 Hemese

Elasticity increased up to 9 weeks after ESWT procedures, then decreased to baseline by 24 weeks

Cpennee 3HaueHre MC MenuanbHOM NKPOHOXKXHOW MBIIIIIEI 10 nHbeKIu bT —
45,9 £ 6,5 xIla, mocne nabekimu — 25,0 £ 5,7 kI[1a. OTMe4eHO TakXe TocToBepHOe cHIkeHre MC niepenHeit

Dag et al., 2020

6OJIBIIE0ePIIOBOI MBIIIIIIBI, B KOTOPYIO HE TIPOBOIVIIN MHBEKITUIO

The average values of SM of the medial gastrocnemius muscle before BT injection were 45.9 + 6.5 kPa, after injection — 25.0 =
5.7 kPa. There was also a significant decrease in the SM index of the tibialis anterior muscle, which was not injected

Z[OCTOBepHOS YBEIIMYCHUE 3JITACTUYHOCTHU ITOCJIC BT no aBTOpCKOfI IIKaJI€, CHUXKCHUEC HaIIPAXKCHUA TKaHEeun

Park, Kwon,
2012

10 pe3yJibTaTaM rMCTOrpaMMBbl aHAJIM3a 1IBeTa. Pe3ynbTraThl 1o mikane DIBopTa KOPPeaupoBaiu ¢ IOKa3aTesi-
MM dactorpaduu

Significant increase in elasticity after BT according to the author’s scale, a decrease in muscle stiffness according to the
histogram. Ashworth scale correlated with elastography data

Parvin et al.,
2017

VYeenmuenne CCB mnociie TpeHMPOBOK Ha aHTUTPAaBUTALIMOHHOM OETOBOI JOPOXKKE
Increased SWV after anti-gravity treadmill training

OreHka a0 sedenus u yepe3 1 Mec mocine BT/BT + DYBT. Ilocie neyeHust He MoKa3aHO 3HAYMMBIX

Picelli et al.,
2017

n3MeHeHuit mo mkane Heckmatt. JlocToBepHO 3HAYMMOE CHUKEHHE TTPOIIEHTA XKECTKOCTH OBLIO
B rpymnne noayvasiux bT + OYBT

Assessment before treatment and 1 month after BT/BT + ESWT. No significant Heckmatt change after treatment. Significant
decrease in hardness percentage was in the group receiving BT + ESWT

Ilpumeuanue. 5T — 6omyaunomepanus; DYBT — sxcmpaxopnopanrvhas ydapHo-eoanosas mepanusi; MC — modyas cosuea;

CCB — cxopocmb c06u2060ii 604HbL.

Note. BT — botulinum therapy; ESW'T — extracorporeal shock wave therapy; SM — shear modulus; SWV — shear wave velocity.
|

HCTIONIb30BAJIACh B KAYECTBE OTHOTO M3 METOJOB OLIEHKM.
Haubonee yacto, 4To BOJIHE 3aKOHOMEPHO, 31aCTOrpa-
(bus ucronb3oBanIach IS OLIEHKU PEe3yJbTaTOB OOTYIH-
Hotepanuu [12, 13, 18, 21, 26]. B GonbmHCTBE cliyvyaeB
aBTOpaM¥ aHATM3UPOBAIMCH TapaMeTpPhI dy1acTorpacun
JIO JIEYSHUS U Ha PA3IMYHBIX 3TAaNax Mocjie UHBEKINU.
KpomMme Toro, ObLIM MPOBEAEHBI UCCAEA0OBAHUS, B KOTO-
pbIX 3nacTorpadust UCTOJIb30BaJIaCh B KAYECTBE METOA
OIlEHKHU TIOCJIe yoapHO-BoJHOBOU Tepanum [20, 30]

U IPUMEHEHMS] aHTUTPABUTALLMOHHOU OEroBO¥ JOPOXK-
Ku [28].

Kak 1mokassiBatoT maHHbIe Tabj. 3, Bce IMyOJUKAIIN
KOHCTAaTUPOBAJIU B PE3YJIBTaTe TEPANIEBTUYECKUX BO3ACH-
CTBUI U3MEHEHUE MapaMeTpPOB, KOTOPbIE aHAIU3UPOBA-
JINCh COOTBETCTBYIOIIUM MeTonoM. [Ipu aTOM B Tex ciy-
Yasgx, KOrAa pe3yJibTaThl OLIEHUBAJIUCh JOCTATOYHO
JUTUTENIbHO, OBIJI0O OTMEUEHO, YTO 31actorpadust KoHCTa-
TUPYET HEJMHEWHBIA XapaKTep 3TUX U3MEHEHUM: Tak,

TOM 12

17
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B MCCJICIOBAHUM OBLIO ITOKAa3aHO, YTO MaKCHMAaJIbHBIC
W3MEHEHUS IPOUCXOIVIIN Yepe3 9 Hell TTocIIe TIPOIeaypHhI,
a B CpOKHU 24 Hel ITapaMeTphl COOTBETCTBOBAIM MCXOIHO-
My ypoBHIo [20].

OTtcyTcTBrE 00BEKTUBHBIX KOJIMYECTBEHHBIX ITapaMe-
TPOB HEITOCPEICTBEHHOTO OIpeaeIeHUsS] MEXaHMIeCKUX
nokazatesneil Mol y gerei ¢ AL sBasgercs ogHum
U3 KJTI0YEBBIX (PaKTOPOB, 3aTPYIHSIOLIMX ITPOBENCHUE Mac-
IITAOHBIX MYJIBTHIICHTPOBBIX UCCIICIOBAHMI, TIOCBSIIICH-
HBIX OIleHKe 3(P(PEeKTUBHOCTH TeX WJIM MHBIX METOIOB
JICYCHUSI, a TAaKKe IMaTOTeHe3y psida IBUTATEIbHBIX HAPY-
meHuid. MiMeromrecss Ha CerOTHSIIHUN JeHh METOTUKU
OIIEHKY MBIIIIEYHOTO TOHYCa BeChbMa CyOBEKTUBHEI 1 HOCSIT
TTOTYKOJIMIECTBEHHBIN XapakTep. DaacTorpadus IBIseTCs
IOTIOJTHUTENIPHON (PYHKITEH B OOJBIIMHCTBE COBPEMEH-
HBIX TIPUOOPOB YJIBTPa3BYKOBOM AMAarHOCTUKM. JlocTym-
HOCTb 1 0€30IaCHOCTh 3TOT'O METO/IA Je/IaeT HEOOXOTUMOI
OIICHKY BO3MOXHOCTH MCITOJIb30BaHMS JAHHOTO (DYHKITNO-
HaJla B ITIOBCEIHEBHOI IMPAaKTUKE ITpH 00CIICTOBAHNH U JIe-
yenuu getreit ¢ JLIT. [TpoBeneHHbIT HAMU CUCTEMaTH4E-
CKMII aHaJIN3 JTUTepaTyphl ITOKa3ajl, 4TO UCCIeIOBaHUE
MEXaHUYEeCKUX CBOMCTB CKeJIeTHBIX MbIIL y aeteit ¢ JILIIT
C TIOMOIIBIO YIBTPa3BYKOBOM 3J1acTorpacdhuy Ha JaHHBIN
MOMEHT HeJIb35 CYUTATh MOIXOMSIIIM B Ka9eCTBEe PYTUH-
HOTO HCCIIeA0BaHMs. TeM He MeHee B UCCIIeI0BATEIbCKIX
LIeJISIX TaHHBIA METO ITOKa3aJl CBOIO MH(MOPMATUBHOCTD:
BCE aHAJIM3NPOBAaHHBIC HAMM ITyOJIMKAIIAN TIPOIEMOHCTPH-
POBAJIM CYIIECTBEHHOE OTJIMYME TTOKa3aTesel a1acTorpa-
¢mu KaK TIpu cpaBHEHUH TTOPAKEHHBIX MBIIIII] ¢ MBITIIIAMU
HeIopaXXeHHOM KOHEYHOCTH WJIM 3IOPOBBIX JIETe, TaK
1 TIPY MICCIICIOBAHIHN TIOCTIE TIPOBEICHUSI Pa3IMIHBIX Tepa-
MIeBTUYECKUX BO3ICHCTBUI, HAITPABJICHHBIX HA CHIDKCHUE
TOHYCa W PeTPAKIIANA MBIIIIIIHL.

ITocKoaBKYy IIpencTaBIsieMble ¢ TTOMOIIBIO 3JIaCTOTPa-
UM cIBUTOBOIT BOJTHEI JAHHBIC HOCAT KOJIMYCCTBEHHBIN
XapakTep, OHM MOTYT OBITh BRIpaXKeHBI B TMHUIIAX CHCTE-
Mbl CH. Ha Hamr B31J1s1, 9TOT METOI MMEET IMPEeNMYIIIECT-
BO TTepel KOMIIPECCHOHHOM 31acTorpadueii ¢ TOUKM 3peHUsT
BO3MOKHOCTH VICITOJIB30BaHYsI B HAYYHBIX MCCIICIOBAHUSIX.

1. Knoukosa O.A., Kypenkos AJI.,
Kennc B.M. ®opMupoBaHue KOHTPAKTYpP
MPH CIACTUIECKHX (hopMax AETCKOTO Iie-
peOpabHOIO Mapanya; BOIIPOCHI aTo-
reHe3a. Opronenusi, TpaBMaTOJIOTUsI
Y BOCCTAHOBUTEIbHASI XUPYPIHsT
netckoro Bo3pacta 2018;6(1):58—66.
[Klochkova O.A., Kurenkov A.L.,
Kenis V.M. Development of contractures
in spastic forms of cerebral palsy:
Pathogenesis and prevention. Ortopediya,
travmatologiya i vosstanovitelnaya
hirurgiya detskogo vozrasta = Pediatric
Traumatology, Orthopaedics and
Reconstructive Surgery

[\

(95)

2018;6(1):58—66. (In Russ.)].
DOI: 10.17816/PTORS6158-66.

. Suresh N., Garg D., Pandey S. et al.
Spectrum of movement disorders
and correlation with functional status
in children with cerebral palsy. Indian
J Pediatr 2021;abstr.1070. 4. Wu C., Wang T. Measurement of muscle
DOI: 10.1007/s12098-021-03785-7.

. KypenkoB A.JI., BateiieBa T.T., Buno-
rpanoB A.B., 31o03sgeBa E.K. Criactnu-
HOCTb MPU IETCKOM 1iepedpaibHOM Iapa- 5. TummH A.A., Ky3HeuoB C.H. OcHoBHbIE
JIYe: IMarHOCTUKA M CTPaTeTUy JICYCHMSI.
KypHas HeBpOJIOTUU U TICUXHATPUN
uM. C.C. Kopcakosa 2012;112(7-2):24—
8. [Kurenkov A.L., Batysheva T.T.,

B 10 ke BpeMsI KOMITpeCCHOHHAs 3J1acTOrpadust IT03BOJIS-
€T JIy4Ille BU3YAIM3UPOBATh MBIy Ha €€ IPOTSKCHUHU
C TIpeICTaBlIcHNEM e¢ U3MEHEHMI B IpachMIeCKOM BHUIIE.
BosMoxxHO, gaHHast MeToarKa 6oJiee TIpruemMiieMa st K-
HUYIECKOM MIPAKTUKU C 1IEJTBI0 TJI00aIBHOI OLICHKH TTOTY-
YEeHHBIX TaHHBIX.

HWHTEepecHO, 4TO aHaIN3 KOPPEJSIINi TTOJTydeHHBIX
MAHHBIX ¢ KIIMHUICCKUMM TTOKa3aTeIsIMUA HE BBISIBII O~
HO3HAYHOI 3aKOHOMEPHOCTH: OIHU aBTOPHI OOHAPYKMIIN
TIPSIMYIO 3aBUCUMOCTD MEXKIY TTapaMeTpaMy CITACTUIHOCTH
¥ U3MEeHEeHUSIMU TToKa3aTeseil anacrtorpacdun [23], Torma
KaK IpyTue UCCAeIoBaTe I He BRISBUIN ITOT00HOI 3aK0-
HOMepHOCTH [24]. Bo3MOXHO, 3TO CBSI3aHO € pa3TnIHbIMU
KPUTEPUSIMU BKITIOUSHUSI B MCCIIEIOBaHHBIC TpyIIbl. Kpo-
Me€ TOTO, IT0 HallleMy MHEHMIO, 3TO MOXET OBITh O0YCIOB-
JICHO pa3HOHANPaBJICHHBIMU ITATOJIOTHUYECKIMU TIPOIIeC-
caMH B MBIIICYHON TKAHW: peTpakums U (hpudpo3 MOTYT
HOCHUTb CAMOCTOSITEJIbHBIN XapaKTep, UTPast POJIb B ITaTO-
reHe3e KOHTPAKTyp HapaiiesibHO. JanbHeitee n3ydeHne
3TOM ITPOOJIEMBI TPeOYET HEe TOJIBKO OILICHKH POJIM HEepo-
(pmsmoornIecKx MexaHM3MOB (POPMUPOBAHUS KOHTPAK-
Typ (CITACTUIHOCTH), HO Y M3y4eHUS N3MEHEHUI PeOJIo-
TUYECKUX CBOMCTB MBIIIICYHONM TKAHW B 3TOM IIpoliecce.
B manHOM citydae aiacTorpacdus IpeacTaBiIsieT J0CTaTOY-
HO IIIMPOKNE BO3MOXHOCTH.

IIpoBeneHHBINI HAMKM aHAINU3 IIPOAESMOHCTPUPOBAI
OTCYTCTBHE YHHU(DUILIMPOBAHHOTO IIPOTOKOJIA 00CIemOBa-
HUSI, YTO 3aTPYAHSECT CPaBHECHME TAHHBIX PA3IMIHBIX UC-
ciaenoBaHuii. Kpome Toro, Mcmonb3yeMble B pa3IMIHbIX
MprOOpax TEXHOJIIOTHY, HECMOTPSI Ha MPeICTaBIeHUE T10-
JIy4eHHBIX JAHHBIX B CTAHIAPTHBIX eAWHUIIAX, TPEOYIOT
BaJINIALIMY B CPAaBHUTEIBHBIX MCCICAOBAaHUSIX. B 11emom
snacrorpadus meimm y meteii ¢ LI sBisteTcs mepemnek-
TUBHBIM METOIOM MCCIICAOBAHMST COCTOSTHUSI MBITIICTHOM
TKaHH, TPEOYIOIINM JabHEHIIero pa3suTusi. CoBepIIeH-
CTBOBAaHME TEXHOJIOTMH, METOAMK IOJIyYCHUSI M300paxKe-
HMS ¥ €T0 00pabOTKY, CTAaHAAPTU3AIMS TEXHUKH TTO3BOJISIT
B TaJbHEHIIIEM pacIIMPUTD 00IaCTh IIPUMEHESHUS JaHHO-
rO METOo/A.
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B03MOXXHOCTU yNbTPa3BYKOBOIro nccneoBaHuA

B AMArHOCTUKe U anddepeHUManbHON AUATHOCTUKE
60KOBOro aMmMoTpohmMyecKoro ckneposa:

0630p nuTeparypbi

A.B. Mancyposa, A.O. Yeuétkun, H.A. Cynonesa, M.H. 3axaposa, /I.A. Ipummna

@IbHY «Hayunwiii yenmp neeponoeuu»; Poccus, Mockea 125367, Boaokosamckoe wocce, 80

KoHTakTbl: AHHa BuktoposHa MaHcyposa anyneurology@mail.ru

bokoBoi amnoTpotuyeckuii Cknepo3 ABNAETCA HEPOLereHepaTMBHbIM 3a60/1€BaHNEM C HEYKIIOHHBIM U ObICTPbIM NPO-
rpeccupoBaHueM, NPOABAAIOWMMCS, NOMUMO YTPAThl CUAbI MblILL, KOHEYHOCTEN U TYNOBULWA, pa3BUTUEM (aTanbHbIX
OynbbapHbIX W AblXaTeNbHbIX HapyLleHWil. B cBA3W C HEOOXOAMMOCTbIO PaHHEro BbIABNEHUA JAHHOW NaTonoruu 6uino
npeasioXeHo 60Jbloe KOJIMYECTBO ANArHOCTUYECKUX TECTOB, MO3BONAIWMX C BbICOKOW BEPOATHOCTbIO 3an0f03pUTh
y nauueHTa 60ne3Hb ABUraTenbHoro HeipoHa. O4HAKO B CBA3W C NOIMMOPdHOI KNMHUYECKON KapTUHOi 3aboneBaHns
B HacToAliee BpeMsa 0CTAlOTCA ANArHOCTUYECKME CUTYALUK, NPU KOTOPBIX CYLLECTBYIOWMUE METOAMKM HEe NO3BOAIOT yCTa-
HOBWTb JOCTOBEPHbII AMArHO3 MW NO3BOJSIOT 3TO CAENATh INWb HA NO3AHKUX 3Tanax 3abonesaHus. B faHHoM ob3ope
paccMaTpuBaloTCA COBPEMeHHble BO3MOXHOCTYU YNbTPA3BYKOBOTO MCCNel0BaHUA neputepuyecknx HepBOB U MbiluL
B IMArHOCTUKe W auddepeHLManbHoit AMarHocTuke 60KoBoro aMmoTpotuyeckoro ckneposa.

KnioueBble cnoBa: ynLTpassyKosoe uccnefoBaHue, 60K0Bo aMMOTpoduUeckuii cknepos, hacunkynsLmm, 6ynb6apHbIi
CUHAPOM
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Possibilities of ultrasound in the diagnosis and differential diagnosis of amyotrophic lateral
sclerosis: a literature review
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Research Center of Neurology; 80 Volokolamskoe shosse, Moscow 125367, Russia
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Amyotrophic lateral sclerosis is a neurodegenerative disease with a steady and rapid progression, manifested, in addition
to the loss of strength of the muscles of the limbs and trunk, the development of fatal bulbar and respiratory disorders.
Due to the need for early detection of this pathology, a large number of diagnostic tests have been proposed, which
make it possible to suspect a motor neuron disease in a patient with a high probability. However, due to the polymorphic
clinical picture of the disease, currently there are diagnostic situations in which existing methods do not allow to es-
tablish a reliable diagnosis or it becomes possible only at the later stages of the disease. This review examines the modern
possibilities of ultrasound examination of peripheral nerves and muscles in the diagnosis and differential diagnosis
of amyotrophic lateral sclerosis.

Key words: ultrasound examination, amyotrophic lateral sclerosis, fasciculations, bulbar syndrome
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TpYAHOCTM AUArHOCTUKU 6OKOBOrO

aMUOTPOUUYECKOro CKNepo3a Ha paHHUX

3Tanax 6onesHu

Bone3nn nBuraTe IbHOTO HEMpPOHA IIPEACTABISIOT CO-
0o0lt TpymITy HEBPOJIOTMICCKUX OOJIE3HEH, XapaKTepu3y-
IOIIUXCS TIPOTPECCUPYIONINM HapylleHrueM (GyHKIINU
IIBUTATEJIbHBIX HEAPOHOB B TOJIOBHOM M CITMHHOM MO3Te,
MIPUBOMISIIAM K CJTA00CTH M aTPO(MUU CKEJICTHBIX MBIIIIIT
[1]. Ocoboro BHUMaHUS 3aCITy>KMBaeT OOKOBOI aMUOTPO-
dumueckuii ckinepo3 (BAC) kak ogHa 13 HanboJIee YaCcThIX
1 37T0Ka4eCTBEHHO IIPOTEKAIOIINX (hopM O0JIe3Hel JBUTa-
TEJILHOTO HeipOHA Y B3POCIIBIX.

BboxoBoit aMmuoTrpoduueckuii cKiiepos SIBJISICTCS Hel-
polereHepaTUBHBIM 3a00JIeBaHIEM, TTPH KOTOPOM B T1aTO-
JIOTUYECKUI TIPOIIECC B Pa3HOM CTEIICHU BOBJICKAIOTCS
BEpXHUU M HIKHUI MOTOHEMPOHBI, UTO OIIPEACIISICT KIIH-
HUYECKYIO TeTePOTeHHOCTh 00JIe3HU. 3abojieBaHNe He-
VKJIOHHO TIPOTPEeCCUpPYeT W TTOCTEIIEHHO IIPUBOIUT K Ha-
pymeHUSIM (QYHKOWKA OBUXCHHS, peUd, TIOTaHUS
" geixaHus. Yalile Bcero mocTaHOBKA AMarHo3a SIBIISICTCS
CJIOKHOM 3amadeil Ha paHHUX CTaIMSIX 00JIe3HU, ITO OIpe-
nensieTcsl (heHOTUITMYECKOM U TeHETUIECKOI reTeporeH-
HOCTBIO TIATOJIOTMIECKIX ITPOSIBIICHUI [2].

B HacTosiiee BpeMsI IpeIOKeHBI MHCTPYMEHTHI
IIJIsT OLEHKM TSKECTH M IIPOrpPecCHUpOBaHUs OOJIC3HM:
OlLIEHKA MBIIIIEYHOM CHJIBI TTO pa3HBIM ITKaIaM (TIepecMo-
TpeHHas IKaja HapymeHuit ¢pyakumit mpu BAC — ALS
Functional Rating Scale Revised (ALS FRS-R) [3]), otrenka
(YHKIIMY BHEIITHETO ObIXaHWsI, TAKOU ITapaMeTp 3JIEKTPO-
(GM3MOTOTMIECKOT0 NCCISIOBAHMS, KAK YMCIIO COXPAHHBIX
IBUTATEJIPHBIX ¢AMHUII, ¥ BU3YAIM3allMOHHBIC TEXHUKH
(MarHUTHO-pe3oHaHCcHass ToMorpadust (MPT), mo3urt-
POHHO-3MUCCHOHHAs ToMorpadus). OmHaKO MO-TIpeXKHE-
My HET eIMHOTO MHEHUSI O TOM, KaKHe MMEHHO TECTBI
CIIeyeT MCIIOJIB30BaTh B IMMOBCEMHEBHON KIMHUYECKOM
MMPaKTUKE U B KTMTHUYECKUX UCCICIOBAHUSIX. DTO CBI3aHO
¢ TOIMMOPGU3MOM KIIMHUYECKOM KapTUHBI: Pa3HOM CKO-
POCTBIO ITPOTPECCUPOBAHUS, TIPEUMYIIICCTBEHHBIM BOBJIC-
YeHNEM BEPXHETO WJIM HIDKHETO MOTOHEHpPOHA, a TaKKe
C WHAWBUAYAIbLHOM TOCJIEIOBATEIPHOCTHIO BOBICUCHUS
CKeJICTHBIX MBIIIII. B pe3yibraTe y mariieHTOB C OMMHAKO-
BBIM IMAaTHO30M OTMeYJaeTcs KpaiiHe BapruabeTbHas Kap-
TUHA MaHUGeCcTaunu U Te4eHus 0oe3Hu [4].

PanHss nmarHocTrKa BaxKHa HE TOJIBKO C TOYKH 3pe-
HMSI yCTAaHOBJICHMSI TMAarHO3a ¥ BEIOOpA CTpaTEeT MY JICICHMS,
HO TaK:XKe B KOHTEKCTE OYyIYIINX KIMHIUIECKUX UCCIIEI0-
BaHMIA. Y KaHIUIATOB IJIST BKIIFOUCHYS B MCCIICIOBaHIE, KaK
MIPaBUJIO, IMATHO3 JOJDKEH OBITH IIOCTABICH B MAKCUMAJIh-
HO KOPOTKHIA CpoK. MIcTI0Ih30BaHE TOTBKO IIEPECMOTPEH-
Hbix KputepueB El Escorial MoxkeT OBITh HEJOCTATOYHBIM
B CBSI3H C T€M, UTO, TIPU XOPOIIeH CIeIN(DPUIHOCTH, OHU
BCE X€ MMEIOT OrPaHUYEHHYIO YYBCTBUTEIbHOCTD [5, 6].
C 11e1b10 MOBHIIIICHUS YyBCTBUTEIPHOCTH AUATHOCTUKHI
00JIe3HU TIPUHSATHI KpuTepnn Awaji-Shima, OoCHOBHBIM
OTJIMIMEM KOTOPBIX SIBJIIETCS TO, YTO KIIMHUIECKU OOHA-
pykuBaeMble (haCLIMKYJISIITUY IIPUPABHUBAIOTCS K PETUCT-

paiyy MOTeHINAIOB (haCHMKYJISIIUN TP JIEKTpodr3no-
JIOTMYIECKOM MCCIICIOBAHUU WUTOJBUATHIM BIIEKTPOIOM
(nOMT') KaK TToATBe pKICHNE IeHepBalluy Ha (hOHE Hell-
POTEHHOM TEePEeCTPOMKM IIPU MTOIBYATON 3JIEKTPOMUO-
rpauu [7]. B MyJIBTUILIEHTPOBBIX UCCAESAOBAHUAX IO~
TBEPXKICHO ITOBBIINICHUE YYBCTBUTEIHLHOCTH TAHHBIX
KpHUTepHreB IIpH ITOCTaHOBKe AnarHo3a BAC mo cpaBHeHUIO
C TIpebIayIIeii Bepcueil, 0COOEHHO Y MAIIMEHTOB C OYIb-
OGapHBIMU HApYIIEHUSIMU B ieO1oTe 6ose3nu [8]. Hecmotpst
Ha 10, yT0 ”OMI B T€UeHIEe MHOTHX JIET YCITEIITHO MCTIOJIb-
3yeTCsl B IMarHOCTHKE TIOPaKeHMST HIDKHETO MOTOHEMpPOHa,
MOCTOSTHHO BeyTCsl pabOThI MO0 ONTUMU3ALIMK TPOTOKOJIOB
HCCIICIOBAHMS C IIEIhI0 MUHMUMM3AIINN MTHBA3UBHOCTH TTPO-
ey PBI IIPH COXPAaHEHNH TUAaTHOCTUIECKOM 1IEHHOCTH [9].

C y4eToM BBIIICONMCAHHBIX 00CTOSITETHCTB CTAHOBUT-
Cs IOHSITHO CTPEMJIEHKE CTIELIUAIMCTOB B 001aCTH HEPBHO-
MBILIEYHBIX OOJIE3HEW HAWTU JOMOJIHUTEIbHBIE TUATHO-
ctnyeckue crparerum npu BAC [2]. B ociienHee BpeMs
B CBSI3M C pa3BUTHEM TEXHMICCKUX BO3MOXKHOCTEH M T10-
BBIIIICHUEM alllapaTHOM TOCTYITHOCTH OOJIbIlIee BHUMAHME
yaensiercss MerogaM M PT-Bu3syanuzainm u yabTpa3ByKoO-
Bomy ucciienoBanuoo (Y3M) HepBOB M MBIIII B OIICHKE
BOBJICUCHHS BEPXHETO W HIZKHETO MOTOHEHpoHOB. Y3U
TaKKe UMEET CYILLIECTBEHHOE MPEVMYILIECTBO B CBSI3U C MPO-
CTOTOIl Tpoleayphl U MHUHHMAJbHOW CTOUMOCTBIO
TIpY IPOBEICHUN TUHAMUYECKOTO UCCIICIOBAHMSI.

B HacrosieM 0630pe pacCMOTPEHbBI PE3YIbTAThl MEX-
IMYHApOMHBIX MCCIICIOBAHUIA, OTPAKAIOIINE BO3MOXHOCTH
Y3HM B olieHKe M3MEHEHHUU MepudepruecKUX HEpBOB
¥ MBI y mauueHToB ¢ BAC.

KpaTkas uctopus pasBuTus yabTPasByKoOBOro

uccnepoBaHuAa B AUArHoCTUKe HEPBHO-

MbllEYHbIX 60ne3Hei

WUcnonp3oBanne Y3U nng BU3yalm3alliy MBI
B HOpMe€ 1 TP TTATOJIOTMH HAYaJIoCh ¢ cepeInHbBI XX BeKa,
KorJa BiepBbIe yabrpa3BykoBad (Y3) TexHrKa o3BOIMIa
BU3YaJIN3UPOBATh OTHOCUTEJIHLHO KPYITHBIE MBIIIIIHI.
B 1968 . B 01HOM M3 TTEPBBIX COOOIIEHUI TTO0 UCITOIB30-
BaHM10 Y3U MBI OBLTIO TTPOBEIEHO COMOCTaBIIEHUE TT0-
KaszaTteJieil CUJIBI MBIIILBI M €€ TONIIWHEI Y 3I0POBBIX 10~
o6poBoibiieB [10]. OgHaKO aKTMBHOE Pa3BUTHE METO[L
noryunt ¢ 1980-x rogoB, Korma BriepBbie ObUIO ITPOBEAECHO
COMOCTaBJIeHNE HOPMAIbHBIX ¥Y3-M300pakeHUi ¢ TaHHbI-
MU, TIOJIy49€HHBIMU Y TTALIMEHTOB C TTOpakeHUeM MBIIIIeu-
Hoit TkaHu. J.Z. Heckmatt u coaBT. OTHUMM U3 TIEPBHIX
OMYOJIMKOBAIM PE3YALTAThl IO TMATHOCTUYECKOM 3HAUM-
Moctu Y3U nipu MbrieuHsix nuctpodusix [11], uto npu-
BEJIO K BHEIPEHWIO B TTPAKTHUKY BU3YaJIbHOM IIIKAJTBI OLIEH-
KM CTETIEHW DXOT€HHOCTH CKEJIETHBIX MBILIIL 10 JAHHBIM
V3U — Heckmatt’s Visual Rating Scale of Skeletal Muscle
Ultrasound, He moTepsIBIIEil CBOEi aKTyaIbHOCTH U Ce-
romHs1. Y3 MBI aKTUBHO MCTIONb3YeTCS B CLIOPTUBHOM
¥ 00IIIel TPaBMATOJIOTUM, OHKOJIOTUHU, a TAaKXKe B MCCIIe-
JIOBaHMSIX HEPBHO-MBIIIIEYHBIX O0JIe3Hel. [ HeBposora
V3 MbIIII TIpeAcTaBIIseT MHTEPEC IPU BEACHUU TTALIMEHTOB
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C IOHO3PEHMEM Ha BOCITAJIUTEIEHYIO MJIM HACISACTBEHHYIO
MUOIIATHIO, MUOITATUIO KPUTUIECKUX COCTOSTHMIA [12].

Vabrpa3ByKoBOe McciIenoBaHNe eprdepudecKrX He-
PBOB TaK:Ke HE SIBJISIETCSI HOBBIM THATHOCTUYECKUM METO-
moM. Yxe B 1988 . B. Fornage u coaBT. cOOOIIMIN O BO3-
MOKHOCTH BU3yaJIM3MPOBaTh neprdeprdeckuie HepBHI [13].
OmHaKo B CBSI3M ¢ TEXHUYSCKUMU OTpaHNICHUSIMHA (00ST-
3aTeJIbHOE HAJTMIME BRICOKOYACTOTHOTO Y3-IaTurKa) JaH-
Hasl MeTOIMKa J0JITOe BpeMsI He TT0JIydJajia IMMPOKOTO pac-
mpocTpaHeHusI. TexHUuecKuii MpopsIB B Havare XXI Beka
MIpUBEJ K YBETMUSHHUIO YMCTIa MCCACIOBAHNN 1 ITyOIMKa-
LIV, TTOCBSIIIEHHBIX 3YUYECHHIO ¥Y3-TITapaMeTpOB HOPMAaIhb-
HBIX 1 I3MEHEHHBIX HepBOB. CeromHst Y3 akTHBHO MCTIONb-
3yeTcsl B JUAarHOCTUKE TPAaBMATUIECKUX, OHKOJIOTUIECKIX
1 KOMITPECCUOHHBIX ITOPaKeHUI TIeprhepuIeCcKIX HEPBOB
[14]. Takxe oTMeueH pocT MHTepeca K Y3U HepBOB Ipu re-
Hepaan30BaHHOM AEMHUEIMHU3NPYIONIEM HEBPaAITbHOM
MMOpaXkeHNM KaK BOCITAJIMTEIBHOM, TaK M HACJICACTBEHHOM
stnoJioruu [15, 16].

CoBpeMeHHBIC BO3MOXHOCTH Y3-OLICHK! MBIIIICYHOM
ITaTOJIOTUH, BKIIIOYAs aTpopUUecKre 1 TeHepBAalIMOHHbBIC
W3MEHEHUS B MBIIIIIIAX, a TAKKE, B PSIZIE CIIy4aeB, BOZMOXK-
HOCTb C BBICOKOI BEpOSTHOCTHIO UCKIIOUNUTH JCMUCIIH -
HU3HUpYIOIee ITopaxeHne HEPBOB B TPYIHBIX T depeH-
IUAJTbHO-INATHOCTUYECKUX CIy9asiX BIOXHOBJIISIOT
HEBPOJIOTOB 1 CIIEIUAINCTOB ¥Y3-THMarHOCTUKU MCKAaTh
HOBBIE ITyTH IS 00JIee OBICTPOI M TOCTOBEPHOM TNATHOCTH -
k1 BAC c ucrionp3oBaHeEM METOANK Y3-IMarHOCTHUKMU.

VYnbTpasByKoBOE UCCNEef0BaHNE

nepugepunyecKknx HepBoB B AUATHOCTUKE

u auddepeHumanoHoin auarHoctuke BAC

[Iporpeccupyromast Tudesb HIXKHIX MOTOHEHPOHOB
mpu BAC nipuBoauT K MOPGOIOTMUYECKH TTOATBEPXKICHHOM
aTpo¥y CIMHAIBHBIX U TTeprU(epruIecKIX HEPBOB C TIpe-
MMYILECTBEHHBIM BOBJIEUEHMEM KPYITHBIX aKCOHOB [17].
B mpouiecce nporpeccupyrolieit yrpaTsl TOJICTBIX MUETH-
HU3WPOBAHHBIX BOJOKOH MOXET OTMEYaThCs TPaH3U-
TOPHOE TTOBBIIIICHNE YK CJIa TOHKNX MUCJTMHU3UPOBAHHBIX
BOJIOKOH, OTPaKaloIInX Ipoliecchl penHHepBaunu. C Te-
YeHHeM BpeMEHM Y TAIMeHTOB ¢ TIporpeccupyionmmM BAC
CIIMHHOMO3TOBBIC 1 TlepudepruIecKre HEpPBhI CTAHOBSITCS
ToHBbIIE [18].

B 2011 r. M.S. Cartwright 1 coaBT. OITyOJTUKOBAIN MC-
cJIeIoOBaHUeE TI0 MPHIIETbHON Y3-0leHKe HEPBOB M MBITIIIT
y 20 mauneHToB ¢ BAC 1 20 310poBBIX 10OPOBOBIIEB [19].
IIpoBomuiock n3MepeHe TUIOIIAIN ITOITEPEYHOTO CEUSHUST
(IIIC) cpennHHOTO W MKPOHOXHOI'O HEPBOB, a TaKXKe
TOJIIIMHBI MBIIIEYHOTO KOMITJIEKCA — IBYTJIABOM MBITIIIBI
TIeya u miedeBoit Muiibl. [Tokaszano, yto IMITC cpenyH-
HOTO HepBa Ha YPOBHE CEPEANHEI IIJIcya MEHBIIIE Y TallM-
enroB ¢ BAC (10,5 mM? o cpaBHeHwMIO ¢ 12,7 MM? B TpyIIIIe
koHTpos, p = 0,0023); pasHHUIIEI B pa3Mepax UKPOHOXK-
HOTO YYBCTBUTEIILHOTO HEPBA OXMIAeMO BBISIBIICHO HE
ob10. TakuM o6pa3om, OBLIO MPOAEMOHCTPUPOBAHO
ymenbmenne INITC nepudepuueckoro Hepna nipu BAC,

KOCBEHHO CBUJICTEIILCTBYIOIIIEE 00 aKCOHAIBHOM IereHepa-
LIMH, 9TO TAJI0 TOTIOK JJIST MATTBHEUIIIX UCCIICTOBAHMIA.

B 2014 . aMOHCKUMM CHIEIMATMCTAMM OITyOJIMKOBAaHO
ucciaemoBanne 35 manmeHTOoB ¢ BAC (mocToBepHBIH
WJIU BEPOSITHBIN TMAarHO3 COIACHO IIePECMOTPEHHBIM KPH-
tepusiMm El Escorial) 1 37 310pOBBIX UCITBITYeMBIX, COIIO-
CTaBUMBIX 1O TToJTy 1 Bo3pacTy [20]. Bcem BKITIOUeHHBIM
B MICcCIeJOBaHMeE TIpoBeieHa Y3-o1eHKa auaMmerpa u [MITC
BEHTpAJbHBIX BETBEil CITMHHOMO3TOBBIX HepBOB C5—7,
CPEIMHHOTO U JIOKTEBOTO HEPBOB HA YPOBHE TMCTAIBHOM
TPETU NPEATLIEYbsI C OMHOWM CTOPOHBI, ¥ TTOKa3aHO CYIle-
CTBEHHOE YMEHBIIICHNE aHAIM3MPYEMBIX ITapaMeTpOB
npu BAC. OgHako Koppensiinun Y3-u3MeHeHUI C TTI0JIOM,
BO3PaCTOM ITALIMEHTOB, TSLKECTRIO U ITPOIOJDKUTETHHOCTHIO
0oJie3HM He BBISIBJIeHO. Kpome Toro, GoJbIIast 9yBCTBU-
TEIBHOCTD 1 CIIEIIM(UIHOCTh OTMEIAJIUCH JIJISI N3MEPEHUIA,
MIPOBEICHHBIX HAa YpOBHE CIIMHHOMO3TOBBIX HEPBOB,
TI0 CpaBHEHMIO ¢ TIeprdepnIecKUMA HepBaMu. B vacTHO-
CTH, 3TO KacaeTcsl mokaszaTejieil nuamerpa C6, iomanu
nornepedHoro ceyeHust C6, a TakKe CyMMbI 3HAYEHUI 11~
ameTpoB C5 n C7. boiee 3HaunMoe n3MeHEHNE pa3MePOB
CITMHHOMO3TOBBIX HEPBOB aBTOPBI CBSI3BIBAIOT C, BEPOSITHO,
OOJIBIIMM COACPKaHNEM B IIPOKCUMAJIBHBIX OTIeaX IIe-
pudepruIecKoil HEpBHOM CHCTEMBI MOTOPHBIX BOJIOKOH,
BKJTIOUAsI T¢, YTO HAIIPABJISTFOTCS K TIPOKCUMAJIBHO PacIio-
JIOKCHHBIM MBIIIIIIAM.

B sror xe nepuon S. Schreiber 1 coaBT. oImy0JIMKOBa-
T pe3yabratel Y3 HepBoB y 78 MAallMEHTOB C pa3HBIMU
knnHnYeckuMu (peHotunamu BAC: ¢ Ki1accuyecKum,
C IPEMMYIIECTBEHHBIM MOPaKeHNEM BEPXHETO MOTOHEH -
POHA, C IPEUMYIIIECTBEHHBIM ITOpaXKeHNEM HIDKHETO MO-
TOHEIpOHa, ¢ OynpbapHOit GopMOil 1 ¢ PEHOTUIIOM, CO-
OTBETCTBYIOIIMM IIEPBUYHOMY JaTepaIbHOMY CKIIEpO3Y
[21]. Tpyrma koHTpoas coctaBuia 18 yemoBek. CTouT
OTMETHTD, UYTO 00BEM MCCIICIOBAHIS OTPAaHNIMBAJICS OLICHKOM
TI1C moKTeBHIX I CPSIUMHHBIX HEPBOB B 2 TOUYKAX: Ha TIPe-
IUTeYbe W Ha 3a1sIcThe. TeM He MeHee TT0Ka3aHo 3HAYNMOe
ymenbineHye [TI1C 1oKkTeBoro HepBa B IUCTATLHBIX OTACTIAX
(TIpenTuIeYbe, KUCTh) Y MALIMEHTOB BCEX TPYIIIT 33 MCKITIO-
YeHHeM OOJTBHBIX C TIEPBUIHBIM JIaTePAIbHBIM CKIIEPO30M.
B mocnenyrommnx myoauKamusax IMoKa3aHa TEHICHIIWS
K ymeHpineHuo [1I1C uccirenoBaHHBIX HEPBOB Y MAaIlCH-
ToB ¢ BAC mo cpaBHeHMIO ¢ KOHTpoJieM [22, 23].

Y. Noto 1 coaBT. TTOKa3aJId, 9YTO, IIOMUMO U3MEPEHUS
IIT1C, B mnarnoctnke BAC MoXeT OBITh TTOJIe3¢H pacyeT
IUCTaTbHO-TIpoKcuManbHoro otHomeHus [TI1C mepude-
PUYECKIX HEPBOB: UISI HEPBOB PYKH (CPEIMHHOTO U JIOK-
TEBOTO) MOXET OBITh OOJIbIIIAs Pa3HUIIA 1 OOJIbIIAS CIIe-
U(PUIHOCTD TT0 CPABHEHUIO C MCIIOIH30BAHUEM TOJBKO
sHauyeHus [1I1C mag mepeunciaeHHBIX HEPBOB B Audde-
penumauny nanmeHToB ¢ BAC 1 BAC-nomoOHBIMU CHH-
npomaMu [24].

HewmanoBaxHoe 3HaueHne nmeeT Y3U nepudepnuuec-
KUX HEPBOB B T GepeHIINATTBHON TMarHOCTUKE (PeHOTH -
nmuyeckn cXoxux ¢ BAC XpoHWYeCKMX TU3MMMYHHBIX
HeBpomaTuii. belIo TTOKa3aHO, YTO MPU XPOHUIECKOU
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BOCTIAJIUTEILHOM MeMUETMHU3UPYIONICH TTOIMHEHpOoITa-
tiu, cuHapome JIpronca—CaMHepa 1 MyJIBTU(DOKATBHOM
MOTOpHOM Heliponatnu Ipu Y3U BEISIBIISIOTCS MHTPAHEB-
panbHbIe M3MeHeHUsT, Tuddy3HOe MM (HOKATEHOE YBeJT-
yenue [1I1C mepudepruecknx HepBOB KOHEUHOCTEM
1 CIIMHAJTLHBIX HEPBOB, YTO HE HAOIIOAAETCS TP aKCOHAITb-
HOM nopaxkeHun Hepsa 1 ipu BAC [15, 16, 25, 26].

B 2016 1. ory0IMKOBaHO perpe3eHTaTUBHOE UCCIIEN0-
BaHue Y3U HepBoB B 28 TouKax y 75 MaleHTOB C XpOHU-
YECKUMHU JeMHETMHU3UPYIOIMME HeliporaTrsimMu 1 70 11a-
LIMEHTOB TPYIIIEI KOHTPOJIS (B ToM 4ucie 20 malreHToB
¢ BAC) [27]. B mocnenyroriemM OBUIO TTOKA3aHO, YTO BBI-
MoJTHeHMe IpoTokosia Y3U, Bkimouaroniero Bcero 10 Touek
(110 5 ¢ KaxXmoit CTOPOHBI), TTO3BOJISIET C BEICOKOI UYBCT-
BUTENBHOCTBIO (83—95 %) u moctoBepHOCTHIO (10 98 %)
nudbepeHIINPOBATh XPOHUUECKYIO BOCITAJTUTEILHYIO JIe-
MUEITMHU3NPYIOIIYIO ITOJTUHEHPOIIaTHio, CUHIpoM JIbio-
nca—CamHepa, MyJpTH(GOKATBFHYI0 MOTOPHYIO HElipoITa-
TUIO OT APYrux 3a00JeBaHUM CO CXOXeH KIMHUYEeCKON
KaptuHoii, B ToM yuciie BAC [28].

Hapsimy ¢ ipemaracMbIMU IIPOTOKOJIAME PSII aBTOPOB
OCHOBBIBAIOT BEIOOpP 00beMa Y3U Ha maHHBIX KIMHUYEC-
KOro ocMmoTpa. JlaHHas cTpaTeTHsi, COTJIacHO HEIaBHO
OITyOJIMKOBAaHHBIM PE3YJIBTaTaM, MOBBIIIAeT TOYHOCTD UC-
cnenoBanus ¢ 85 % mpu UCIOIb30BAaHUM €UHOIO 11a0/10-
Ha 10 93 % [29].

Takum oOpa3zoM, OOJIbIIOE YMCIIO PAOOT IO3BOJISIET
cemaTh BEIBOMI O TOM, 9TO Y3 crimHaNbHBIX U Teprudepu-
YeCKMX HEpBOB BepXHMX KOHEUHOCTEH y mareHToB ¢ BAC
nHGOPMATUBHO, HO MMeeT cBou orpanndeHus [30].

YnbTpa3ByKoBoe UCC/ieA0BaHUE MbILUL,

B aunarHoctuke bAC

Bo3moxnoctn Y3U B obHapyxkennu dacuukysmmii
mbi. [To Mepe ncnonb3oBanug Y3 B MUOIOTHM CTaIN
TTOSIBJISITBCSI ITyOJIMKAIIAY, TTIOCBSIIIICHHBIC IeTeKIU (ac-
LVKYJISTIIAN C TIOMOIIBIO Y3-METOINK U CPaBHEHUIO TTOTY-
YEeHHBIX JAHHBIX C pe3yJIbraTaMM JIEKTPOMUOTpahHH.

Ve B myonukanusx Hayana 1990-x romoB NOsIBISIOT-
csl IOATBEPKACHMUS BBICOKOI mMHMOopMaTuBHOCTH Y3U
B BEISIBJICHUU CITOHTAHHBIX HETIPOM3BOJIBHBIX MBIIIIEYHBIX
COKpAIlleH!! TpU MMaTOJOTUH HMXHET0 MOTOHEHpOHa
1 TIeprepuIeCKIX HEHPOIaTHSIX, a TaKKe MH(POPMALIHS
0 HAJIMIWU B PsAIe KITMHAICCKUX CUTYalINi IIPENMYIIECTB
y maHHoro Meromaa nepen nOMI. Onmcana BO3MOXHOCTh
pusyanm3aunu u udmepenus I1I1C mbimeyHoro myJka,
B KOTOPOM BBISIBIICHA (haCIIUKYJISINS, TIPU TTOIIEPEIHOM
CKaHMPOBAaHWUM MBITIIEI [31—33].

IMoxazaHo, 4TO IIpHUIIeIbHAS OIICHKA BBISIBJICHUS (hac-
mukynguuii npu Y3U y mannenToB ¢ BAC moBbIlIaeT Be-
POSITHOCTh YCTAaHOBJICHMST JOCTOBEPHOTO AuarHosa [34]:
IIpY TTOpakeHUM MOTOHepoHa Y3U yBenmunBaeT «10CTo-
BEPHbIii» quarHo3 10 53 % mno cpaBHenuio ¢ 17 % B ciyda-
SIX, KOTA TSI TMarHOCTUKY UCITOIb30BaHbI TOJBKO KIIH-
audeckue kpurepun El Escorial, u ¢ 31 % y manmeHToB,
Y KOTOPBIX TMarHOCTHKA OCHOBBIBAJIACh TOJIBKO Ha TAHHBIX

nOMI. OtMeuanock, uro Y3U nokasaiio 00IbIIYIO YyBCT-
BUTEJIBHOCTh B BBISIBJICHUU (DACHUKYJISIINIA, 0OCOOCHHO
B MBIIIIIAX SI3BIKA, IBYIVIABOM MBIIIIE TUIeYa, IepeaHeid
00J1b11Ie0EPIIOBOI MBIIIILIE.

B 2014 1. 6bU1M OTTyOJTMKOBAHBI PE3YJIBTATHI UCCIIEN0-
BaHMS 110 M3YICHHUIO BO3MOXHOCTE Y3 MBIIIIIL B peru-
crpauuu (aCHUKYIALINNM U WX paCIIPOCTPAaHEHHOCTHU
KaK KOCBCHHOTO MpH3HaKa MOpaXXeHUs MOTOHECHPOHOB
nepenaux poroB mpu BAC. B mpoiiecce mcciriemoBaHus
150 mmamueHTaM ¢ pa3HBIMU (OopMaMU TIEPEITHEPOTOBOTO
nopaxeHus nposoauiaock Y3U 1o crienmanbHO pa3padbo-
TaHHOMY ITPOTOKOJTY OLICHKH KJTIOUEBBIX MBIIIIII, ITIPSICTaB-
JISTIOITNX OCHOBHBIE CETMEHTBI CITMTHHOTO MO3Ta TT0 JUTMHHUKY
epeOPOCITMHAIBLHOM OCH ¢ 2 CTOPOH, MBIIII AUadparMsl
pTa u mren. Takke ObUTa TIpeIJIoKeHA Tpagamis BEIpakKeH-
HocTu dacuukynsauuii o crenenu ot I go I11. B ocHoBy
rpafgaliiy IMOJIOXKEHO oIpeaeIecHIe Yrcia (DacIuKyISIIiA
B Mbiuile 3a 60 ¢ (I crerens — meHee 10 dacLUKyIALUIA,
II crenenn — ot 10 go 30 dpacumkymnsumit, 111 crenens —
6omee 30 dacuukymsmii). [eHepanm3ais GacmKy It
KaK MpHU3HaK IepeTHePOrOBOrO IOPAsKEHMS C BOBJICUCHM -
eM [UTMHHUKA [epeOpOoCIIMHAIBHOM ocr Ha 3—4 YPOBHSIX
BbIsIB/IsUIACh B 96,7 % ciiyyaeB B OCHOBHO IpyIIIE Y Ia-
uneHToB ¢ BAC: y 9 (7,4 %) mauueHTOB TIpeobiagaiu
dacuvikynsiuu I crenenn, y 49 (40,2 %) — dacumkynsaiumn
11 crenienn, yacteie pacuukynasuyu 111 crerneHn BoISIBASIIMCH
y 64 (52,5 %) nauuenTos. [1pu ob6cnenoBanuu 45 310po-
BBIX UCITBITYEMBIX TOJIBKO Y 5 Tipu Y3U MBI 00HapyKe-
HBI eOUHWYHBIC (PaCIUKYISIIUNA B 1—2 MPOKCUMATbHBIX
VUTM TUCTAIbHBIX MBIIIIIAX OMHOM 13 KOHeUHOCTel. [eHe-
paM30BaHHBIX (DACIIUKYJISIINI He BEISIBICHO HU B OTHOM
ciy4dae. [To pe3ynbraTaM JTaHHOTO MCCIIEAOBAHUS CACTIAHBI
BBIBOIBI O BOBMOXKHOCTH YOS IUTEILHOTO BRISIBJICHUS (pac-
OUKYJISIIUNA B MBIIIIAX, THHEPBUPYeMbIX KaK MOTOHE -
POHAMM CTBOJIa, TAK ¥ CETMEHTAMM CITMHHOTO MO3Ta, a TaK-
K€ co3maH pabouYrii aiTOPUTM OIEHKH TeHEepaaIu3alun
dacuukynsumit mpu BAC mist 6oitee paHHE ! TMarHOCTUKI
6one3nu [35].

Hpyrre nccienoBaHusl ObIIN MOCBSIIICHBI BRISIBICHUIO
MBI, B KOTOPBIX Ipr BAC (hacuKysaium oOHapyKu-
BaroTcs 4ale Bcero. OKa3ajaoch, 4TO Jalre Bcero (acim-
KyJSUUU PETUCTPUPYIOTCS B IBYIJIABOM MBIIILIE TJIeYa,
00111eM pa3rudaresie MmajableB, a TAKXKe B IIPOKCUMATBLHBIX
MBIIIIIaX KOHEUHOCTEM, TOTIa KaK B TPyINHO-KITIOYNIHO-
COCIEBUIHBIX MBIIIIIAX W MBIIIIAX TYJIOBUINA (PaCIIMKY-
JISILIAY PETUCTPUPOBAINCh pexe [36].

B03MOXHOCTD MOBHIIIICHUSI Ka4yeCTBA JUATHOCTUKH
BAC Ha ocHOBaHMM corocTasieHus JaHHbX Y3U nu udMTI
aKTyaJIbHa U B HacTosIIIee BpeMs. HabmoneHnsT mocaeaHux
5 JIeT TTOATBEPKIAIOT TMAarHOCTUYECKYIO LIeHHOCTh Y3U
KaK CaMOCTOSITeJTbBHOTO METOIa, HO 0COOeHHO 3(pDeKTHB-
HOTO B COBOKYITHOCTY ¢ ”OMI, B TOM 4MCIIe IS BBISIBIIC-
HUs acuukymsuii [37].

Atpodryeckne M3MeHEHHS MBI ¥ BO3MOXKHOCTH
ux Y3-oneHkn. KimmHMyeckasi olieHKa MBIIIEYHON CHIIBI
y IAlIMEHTOB C TTOA03PEHMEM Ha 00JIe3Hb IBUTATEILHOTO
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HelpoHa SIBIIIeTCSI OMHUM M3 6a30BBIX MOJIOKEHUI TIPH He-
BPOJIOTUYECKOM OCMOTpE, TOTa KaK OIICHKA CTPYKTYPBI
¥ TOJIIWHBI MBI Y JAHHOM TPyl OOJTBHBIX MPAKTH-
YeCcKN HE TPOBOIMTCS. DTO CBSI3aHO C BBICOKOI Bapu-
a0eTbHOCTHIO TOJIIMHBI MBIIII B 3aBUCUMOCTH OT T10JIa,
BO3pacTa 1 YPOBHsI CITOPTUBHOM IToAroToBKU. Kpome Toro,
0OJTBIITIOE YHCIIO IMyOIMKAIIAIA TTOCBSIIICHO (PU3MOTOTHYEC-
KOIf CapKOITeHNH, B OCHOBHOM OOYCIIOBJICHHOI BO3pacT-
HbIMU 3MeHeHussMU [38]. Tem He MeHee B MUPe COXpaHsI-
eTcsl TCHACHIINS K IPUBJICYCHNIO Y 3-TeXHUK TSI OLICHKU
BBIPAXKEHHOCTU M3MEHEHMH, IIPOUCXOISIIINX B MBIIIIIIAX
IIpY pa3HBIX HEPBHO-MEBIIICYHBIX 00JIe3HSIX. bobInoi
BKJIAJ B pa3BUTHE JaHHOTO HAIIPaBJICHMS B IUaTHOCTHUKE
BAC BHecta paboyas rpymniia ToJUIaHACKUX YUEeHBIX, Oosee
15 ner 3annMaromasics Y3U MBI B HOpME U TIPU pa3-
JIMYHBIX TTaTonorugx, B ToMm yucie npu BAC. Eio 6b1
IIPOBENIEH PSIT MCCIIEAOBAHUIA C KOJTMISCTBEHHOM OLICHKOM
SXOT€HHOCTH MBIIIIII, B pe3yJIbTaTe KOTOPHIX 00HAPYKEHO
3HAYMMOE TIOBHIIIICHIE 3XOT€HHOCTH (B OOJIBIIECH CTCTICHI)
¥ YMEHBIIIEHNE TOJIINHBI MBIIIIII Y TAIIMEHTOB C TTOpaXke-
HHEM HIDKHETO MOTOHEHPOHA, BBISIBIISIEMbIC, B TOM YHCJIE,
1 Ha paHHuX ctagusax BAC [39—41].

JoctymHocTh Y3U mo3BoJIsIET TPOBOAUTH PaOOTHI
10 MaKCHMAaJbHO paHHel auarHocTuke BAC B pa3HBIX
MeIuLIMHCKUX 1eHTpax. Tak, B 2018 . S. Pathak u coaBT.
nposenu uccienosanve 20 mamuenToB ¢ BAC 1 10 mamm-
€HTOB IPYMIbl KOHTPOJIs. OLEHMBaNACh TOJbKO TOJIILIMHA
OTIEJIbHBIX MBIIIII Ha OTIPeIeICHHOM YPOBHE T10 TaHHBIM
V3U. ABTropamu 61T c(DOPMHUPOBAH ITPOTOKOJT, B KOTOPOM
Ha KaXXIIOM YpOBHE IIJIsT OLICHKHY MCITOIh30Bajlach MHINKA-
TOpPHAS MBIIIIIIA: OyJIbOapHBIE MBITIIIH/(DYHKIIVS TIIOTAHUS
(m. geniohyoideus), BepXHsiI KOHEYHOCTD (m. biceps/bra-
chialis, ¢ 2 cTOpoH), HYDKHSISI KOHEUHOCTS (m. tibialis anterior,
¢ 2 cTopoH), nbixaTenbHast pyHKOus (m. hemidiaphragms
Ha BIOXE M Ha BBIIOXE, ¢ 2 cTOpoH). [Toka3aHo, 9TO 001b-
IIe BCETO TOJIIMHA YMEHBIIANach B m. geniohyoideus
¥ MEHBIIIE BCETO — B MBIIIIIAX PYKH. TOIBKO YMEHbBIIICHHE
TOJIWHEL M. geniohyoideus KOppearpoBaio ¢ HapacTaHUEM
TSDKECTH ABIXaTeIFHOM HeIOCTaTOYHOCTH (OLIeHMBAIach (hop-
CHpOBaHHAsI XKM3HEHHAsI eMKOCTD JICTKMX) W YXYIIICHIEM
nipu onieHKe 110 1mKaine ALSFRS-R. Takske aBTopbI OTMEYAIoT,
YTO HEOOXOIMMBI 00JIee OOIIMPHEIE UCCIICIOBAHMS C MCTIONb-
30BaHMEM TPYIIT KOHTPOJIS TSI Pa3HbIX BO3PACTHBIX TPYIIIL,
KOTOPEHIC B TaJIbHEHIIIEM MOTYT IIOMOYb OIPEICTNTh IyBCT-
BUTEIBHOCTD Y3-MeTona B quarHoctrke BAC [42].

VibTpa3ByKOBO€ HCCJIeTOBAHNE MBI A3bIKa. OCOOBIi
WHTEPEC TPEACTABISICT BO3MOXKHOCTD ¥Y3-0IIeHKHN MBITIIIT
OyIb0apHOM TPYIIIBL. DTa MBIIICYHAS TPYIIIIA SIBISICTCS
YHUKQJIBbHOM CTPYKTYpPOM, CBSI3aHHOM C HaJIMYMEM psiaa
BHEIITHUX ¥ COOCTBEHHBIX MBIIIIL, KOTOPBIE TTPEICTABISIOT
c000i1 eqnHYyI0 (GYHKIIMOHAIBHYIO CUCTEMY U 00eCIIeUr-
BalOT BBHIMNOJHEHUE CIOXHBIX NEUCTBUN B TPEXMEPHOM
MIPOCTPAHCTBE. DTU OCOOCHHOCTU MPUBOIST K TOMY, UTO
nipu Y3U, HecMOTps Ha BBICOKYIO TOCTYITHOCTb IS BU3Y-
amu3alny, OTMEJaeTCsT JOCTAaTOYHO BaprabeIbHasT 9X0-
TeHHOCTh Pa3IMIHBIX MBIIICYHBIX TPYIIN, pa3HOHAIIPAB-

JICHHBIX BOJIOKOH, YTO CJTYKUT IIPUYNHON 3HAYNUTETLHON
aHM30TpOIH. BO3MOXHO, 3TO ITOCITYKIIIO OTHOM U3 TIPH-
YUH OTPAaHMICHHOIO MCIIOJIb30BAaHUS KOJIMISCTBEHHOMU
OIIEHKH 3XOT€HHOCTH JaHHO aHATOMWYECKOI 30HHI B Te-
YeHME JUTUTEILHOTO TIeproaa BpeMeHH, TOrIa KaK ITy0JIm-
KaIliM, OCBEIIAIOIINe BOIPOCH HCIIONb30BaHMUSI Y3U
MBIIIII SI3bIKA, HATIPUMEpP B 00JIACTH OHKOJIOTUM WJIU JI0-
TONEeNNH, PETYISIPHO BBEIXOAAT B IeYaTh Ha MPOTSIKEHUN
MHOTUX JIeT [43, 44].

B npenpioymmx pasnesnax yxKe IpUBOIWICS s padorT,
OIICHMBAIOIINX IIMPOKUIA CIIEKTP MBIIIIII C TTOMOIIbIo Y3
y marmeHToB ¢ BAC, e Tak:ke ONMCHIBAINCH PEe3yIBTaThI
W3MEPEHNN TOJIMMHBI M 3XOTCHHOCTU MBI SI3bIKa
Y MBI OyJIEOAPHOM TPYITITEI, BOSMOXKHOCTH BBISBICHUS
B HUX dacuukyasaunmii [34, 35, 39—41].

B 2020 rony C. Mcllduff u coaBT. ony6imkoBanm pe-
3yJIBTATHl IPOBEICHHOTO MCCICIOBAHMS 10 OIICHKE 3XO-
TeHHOCTH MCKIIOUMTEJIFHO MBIIIII SI3bIKa y MAIlMCHTOB
¢ BAC (nokasatenu usMepsiiuch y 16 mamuentos ¢ BAC
C HATM4YreM OyJIb0apHOI CUMIITOMATUKU 1y 16 raieHToB
TpynIiel cpaBHeHMS). [1o JaHHBIM HCclleqoBaTeNeit, 3X0-
TeHHOCTh BBIOpAHHBIX MBI Y TTaneHToB ¢ BAC ObL1a
3HAYMMO BHIIIIE IT0 CPABHEHMIO C TPYIIO KOHTpost. Kpo-
Me TOTO, B TPYIIIIE ITAIIMEHTOB OTMEYaIach OTPHUIIATeIbHAS
KOPPEJISAIINS 3XOTeHHOCTH ¢ TTOKa3aTelIsIMKU OyIb0apHOI
nonmkanbkl ALSFRS-R 6e3 yoenuTenbHOM KOppeasiiun
MEX]Ty 9XOT€HHOCTBIO M CUJIOM MBIIIII sI3bIKa [45].

Taxexe B 2020 . N. Hensiek n coaBT. mpoBeu KpymmHoOe
HCCIIEOBaHME C IIEIbI0 OIICHKHM BU3YaJIbHBIX OCOOCHHO-
CTel MBIIIII SA3bIKa, TAKWX KaK IMMPUHA, BEICOTA, 9XOTEH-
HOCTh WJIM M3MEHEeHNe MHTeHCHMBHOCTH MP-curHana,
IIPY KCITOJIb30BaHMU Pa3HBIX CITOCOOOB BU3YyaaW3allnU
(MPT 3 T, Y3H1) c LIMpoKUM AMana30HOM OLIEHUBAEMbIX
rmapaMeTpoB [46]. B pesyibrare oneHKN M300pakeHUI
206 nmauwmenToB ¢ BAC n 104 maumeHTOB IrpyIibl KOHTPOJIS
OBLIM CHETaHbBI BHIBOABI O HAIMINU KOPPEISIIIUN MEXIY
YMEHBIIICHNEM 3HAYCHUI psa mokasareseil (TakKux Kak,
HaIllpuMep, IJINHA, ITAPUHA sI3bIKa 110 JaHHBIM Y3UW)
CO CKOPOCTBIO Pa3BUTHUS KaK OyIbOapHOM AUCOHYHKIINM,
TaK ¥ MOTOPHBIX HAPYIICHU B IIEJIOM.

YasTpa3sBykoBoe uccienoBanue amadparmol. Benyeii
MIpUYNHON cMepTH TanreHToB ¢ BAC sBisteTcst mporpec-
CHUpyoIIas ObIXaTeIbHAs HETOCTaATOIHOCTD C ITOCTEIICH-
HBIM BOBJICUCHNEM IBIXaTEILHON MYCKYJIATYPBI, B TICPBYIO
odepenb 3a cueT nuadparmel [47].

Pannss onenka ¢yHKINM nradparMel HeoOXogmMa
IIJISI CBOEBPEMEHHOTO BBEICHNST HEMHBA3UBHOM BEHTHIISI -
LIMH JIETKUX, YTO CITOCOOCTBYET MTOBBIIICHIIO BEDKIBAECMO-
CTH ¥ YIYJIICHUIO KauecTBa XXN3HM mmaruenTa. CtaHmapT-
HBIE METOMIBI OIICHKH IbIXaTeIbHOM (DYHKIINY UMEIOT PSIIT
orpaHmyeHuit. Tak, Ipy MPOBEICHUM CIIMPOMETPUU He-
00X0IMMO TIOHNMAaHNE 1 BBITIOJTHEHHE ITAITIEHTOM IT0CTIe-
IOBATEIbHBIX MHCTPYKINH. DICKTPODU3NOIOTHICCKIE
TECTHI, TaKMe KaK CTUMYJISILINS TuadparMaJbHOTO HEPBa,
JaCTO CBA3aHBI C AMCKOMMOPTOM IMAIIUEHTA K METOINYEC-
KMMU CJIOKHOCTSIMH.
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VIBTpa3ByKOBOE MCCIIEIOBAHNE SIBJISIETCS OBICTPOI
HEMHBA3UBHOM METONMKOI OLICHKM COCTOSIHMS mradpar-
MBI, KOTOpast He TpeOyeT MOMOJHUTEIbHON MTOATOTOBKHU
MMaIeHTa ¥ 0OBIYHO XOPOIIIO UM ITepeHOCHuTCs. Psam mc-
cjemoBaresiel IIpoIeMOHCTPUPOBAIN BO3MOXHOCTH Y3
IJisi OOHApYXKEeHUs HapyIleHU (YHKINU guadparMbl
o cpaBHeHMIO ¢ KoHTpoJeM [48—50]. S. Pinto u coaBT.
(2016) oOHaPYKWIK KOPPEJISILIIO TOILIMHBI AuadparMbl,
n3MepeHHou ipu Y3U, ¢ aMrumTymoit M-BOJTHBI IIPU CTH-
MyJISIIMHM TradparMajbHOTO HEpBa, a TaKKe ¢ 00BEMOM
MaKCUMaJIbHOW BEHTUJISILMU JIETKKMX U (POpCUpPOBAHHON
XN3HEHHOW eMKOCThIO JIerkKux [51].

Takum o6pa3om, Y3-olieHKa TOJIIMHBI ¥ TOJBVKHO-
¢t quadparMbl MOXET OTYACTU OBITh UCITOIH30BaHA B IH-
arHoctuke BAC, omHaKO OCHOBHOM 3amayeil MJaHHOTO
HCCIICAOBAHUS CIICIyeT CYNTATh BBISIBIICHUE TbIXaTeIbHBIX
HapyIIeHUI, BO3MOXHOCTh MX TMHAMWYECKOTO HabJIIoIe-
HHS, a TAKKE CBOEBPEeMEHHOS MHUIIMUPOBaHWE HEMHBA-
3MBHOI BEHTUJISIIMY JIeTKuX [52].

YisrpasBykoBas BepuuKanusa CHHIPOMA JHCCOIMANPO-
BaHHOI1 MbImeuHOo# atpodun kuctu npu BAC. B pesynbrate
MHOTOJIETHUX HabmoaeHni y mauneHToB ¢ BAC Obun
BBISIBIICHBI OTHOCUTEJTLHO CITeIIM(DHIECKIE TTaTTePHBI T1C-
COLIMUPOBAHHOU aTpOMUU pa3IMIHBIX TPYITI MBITIIT [53,
54]. Bonplie Bcero nccaeaOBaHU MMOCBSIIIEHO CUMIITOMY
«pacIIeTuIeHHOM KUCTH»,, IIPX KOTOPOM aTpoduu O0JIbIIe
IMOJIBEPKEHBI KOPOTKAsI MBIIIIA, OTBOASIIAS OOJBIION
masent (m. abductor pollicis brevis), v TiepBast ThIJTbHAsI MEX-
KOCTHasI MbIIIIa KUCTH (m. dorsal interossei) Ipy OTHOCH-
TEJIbHOW COXPAHHOCTU MBILIL] TUTIOTEHAPA — MBIIILBI,
oTBosIIel MusnHel (m. abductor digiti minimi) [55, 56].
DdeHoMeH «pacIIeITICHHON KUCTH» IIMPOKO PacIIpocTpa-
HEH, 1 €T0 TMarHOCTUYECKasi 3HAUMMOCTb HEOTHOKPATHO
TTOATBEPXKICHA B MCCIICAOBAHMSIX C MCITOIH30BAHMEM JJIEK-
Tpomuorpacdum [57].

B TeueHue HECKOJIBKMX JIET ObLIO MPOBEAEHO O0JIbIIOE
KOJMYECTBO padOT 110 M3yYEeHUIO TaHHOTO (DeHOMEHa.
ITpu monckax yoenureabHoro Mmapkepa BAC nccnenona-
TE€JIM HayaJIu UCIIOJIb30BaTh B JOMOJIHEHUE K 3IIEKTPOMUO-
rpacdun Y3-IMarHoCTUKY C pacyeTOM 3XOTEHHOCTH 3a-

MHTEPECOBAHHBIX MBIIIII, WX TOJIIWHBI U BBIYUCICHUEM
V3-uHpekca «pacuieruieHHOM KucTm» [58, 59].

OmHo 13 TaKMX MCCIieoBaHMii ObUTO TIpoBeaeHo H. Seok
u coaBT. [58]. Beimo obcnenosano 44 mauueHTa ¢ bBAC,
18 3mOpOBHIX U 9 MAIIMEHTOB C APYTUMU HEPBHO-MBIIIICY-
HBIMU 3a001eBaHIsIMU. [locyie pacueTa MHICKCOB «pacliie-
IUIEHHOM KUCTHU» II0 Pe3yJbTaTaM 3jeKTpoMuorpacbuun
1 Y3MU 6bI10 cienaHo 3aKIi09eHre O TOM, YTO MHIEKC «pac-
LIETUIEHHOM KUCTH» (PacCUMTAHHbIA 110 IOKA3ATE/ISIM 9XOIeH-
HOCTH YKa3aHHBIX MBIIIIIT) 3HAYUTEILHO BHIIIIE Y MALIEHTOB
¢ BAC (51,7 + 28,3), uem B rpyme KoHtpoist (29,7 £9,9),
a TaKKe y MallMeHTOB ¢ IPYTMMU HEPBHO-MBIIICYHBIMU
3aboneBanusimu (36,5 = 7,3; p <0,001), ocobeHHO y mauu-
€HTOB C Ha9aJIoM 3a00s1eBaHus ¢ pyK. [10 maHHBIM aBTOPOB,
WHAEKC «PaclleTUIeHHOM KMCTH» 110 pe3yiabrataM Y3 Obin
00J1ee YyBCTBUTEIILHBIM B OLICHKE AMICCOIIMMPOBAHHOM aTpo-
(brrt MBI KMCTU B CPABHEHUY C aHAJIOTUIHBIM MHIEKCOM,
paccudTaHHBIM TI0 pe3yJIsTaTaM sieKTpomuorpacui. Ha oc-
HOBAaHUM ITOJIYYCHHBIX PE3YJIBTATOB OBLI CHEIaH BBIBOI
0 BaXXHOCTH U HANEXKHOCTH JAaHHOTO TMATHOCTHYECKOTO
Mapkepa B muddepenunansHoi nnarnoctuke BAC ot npy-
X QEHOTUITMIECKHU CXOXMX 00Te3HEH.

3aknoueHue

Ha ocHoBaHNY TPOBEICHHOTO aHAJIN3a JTaHHBIX JINTE-
paTypsl MOKHO C YBEPEHHOCTBIO 0003HAYUTD ITOTECHITAAIT
V3U nepudepruecKnx HEPBOB U MBI B 00JIACTH JUar-
HOCTUKU 1 MOHMTOpUHTA TeueHust BAC.

OmHako B HACTOSIIIEe BpeMsI He BEIpabOTaHO eAMHOTO
MPOTOKOJIA I CUCTEMBI T hepeHIIMPOBAaHHBIX Y 3-1IIKaJl,
MTO3BOJISTIOIINX TTOJYIUTh M CTaHAAPTU3UPOBATh MHGMOP-
MAaIIMI0 O COCTOSTHMM HEPBOB M MBIIII HA HECKOJBKUX
CeTMEeHTapHBIX YpOoBHsIX. KpoMe Toro, mjist poccuiicKoi
TOMYJISIIIUY OTCYTCTBYIOT HOpMaTUBHBIE 0a3bl 110 Y3-ma-
pamMeTpaM, UCITOIb3yeMBIM TP OLIEHKE MBIIIIII, B 9aCTHO-
cty, tnadparmMel u 0yapdapHOI MycKyaTypsl. Pa3pador-
Ka W BHeIpEeHUE MOTOOHBIX TMATHOCTUYECCKUX CXEM
C UCTIOIb30BaHUEM Y3-MeTOIa MOTYT CIIOCOOCTBOBATH
Kak 0oJiee paHHEN TMAarHOCTUKe pa3nnyHbiX popMm BAC,
TaK 1 OTCJICKMBAHMIO TTALIMEHTOB B TMHAMUKE.
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Llenb uccnepoBanma — npoaHanusnpoBarb 6€30MacHOCTb U OLEeHUTb 3D HEKTUBHOCTb TEpanuu npenapatom 3oareHcMa®
(oHacemHoreH abenapBoBeK) y MaLMEHTOB CO CMIMHANbHOI MbleYHON atpodueit B peanbHOi KNMHUYECKOW NpaKTUKe
Ha OCHOBaHMW OMbITa NPUMEHEHWA npenaparta B HepBHO-MbllweyHoM LeHTpe OCIT «Hay4Ho-nccnepoBaTenbckuin KnnHuyec-
Kuit MHCTUTYT neguatpum um. akag. t0.E. Benstuwesa» ®r60Y BO PHUMY um. H.W. NMuporoea.

Matepunanb! u MmeToabl. [launeHTbl CO CMUHANLHOM MbIWWEYHOI aTpodueil nonyyanu Tepanuio npenapaTtom OHaceMHOreH
abenapBoBeK Ha OCHOBAaHUW Ha3HAaYeHWs Mpenapara no XU3HEHHbIM NMOKAa3aHUAM KOHCUAMYMOM Bpayeii eepanbHbX
yUYpexpeHnit (OCTYNHOCTb K Npenapary ocylecTBAsnach B pamkax Mporpammbl MAP (rno6anbHas nporpamma ynpasns-
emoro goctyna MAP k npenapaty AVXS-101 ans NauMeHTOB, COOTBETCTBYIOWMX KPUTEPUAM, B CTPAHAX, rae OH He Obln
op06peH perynupyiownmu opraHamu (NCT03955679)), 3a cueT huHaHCMpoBaHUA 6naroTBOPUTENbHbIX OHAOB, @ TaKKe
3a cyeT MHAHCUPOBAHUA rOCYRApPCTBEHHbIM hoHAoM «Kpyr fobpax. MpoBefeHbl OLEHKAa NepeHOCHMOCTH npenaparta
¥ aHanu3 No6oYHbIX 3 EKTOB NoCNe BBeAEHUsA NpenapaTa Ha OCHOBaHWUM KPUTEPUEB HexenaTenbHbix ABneHui (06wue
KpuUTEpuUu TepMUHONOrUKM Ans HexenatenbHbix asneHnii (CTCAE) v. 5.0). OueHnBanuch MOTOpHas yHKLUMA NaLMeHTOB
A0 Hayana Tepanuu u Kaxpble 3—6 Mec Nocae Tepanuu ¢ NOMOLBIO WKaNbl AeTCKOM 6onbHULb Punagenbdun ans guar-
HOCTUKM ABUraTeNnbHbIX BYHKUMIA y HoBopoxAeHHbIX (CHOP INTEND), o6uiee fBUraTenbHOe pasBuTME MO LWKaNe OLEHKM
HEBPONOrMYECKOTO CTaTyca 60NbHULbI XaMMepCMUT y AeTeil paHHero Bo3pacta, yacte 2 (HINE-2), a Takxe npuobpeTerue
HOBBIX [IBUraTeNbHbIX HABbIKOB.

Pe3ynbTatbl. Tepanuio npenapatom oHaceMHoreH abenapBoBek nosy4uin 41 pebeHok B Bo3pacTe 0T 5 4o 47 Mec (c Mac-
coi Tena He 6onee 21 kr) B nepuog c anpens 2020 r. no fekabpb 2021 r. HexenatenbHole sBneHNs (rMNepTepmMus, CHU-
XEeHWe anneTuTa, TOWHOTA, PBOTA) 3apPerncTPUPOBaHbI Y BCEX NALUEHTOB C Pa3HOM CTENeHbIO BbIpaXeHHOCTH. MoBblweHue
YPOBHSA TpaHCaMUHa3 Gonee YeM B 2 pa3a OT BepxHeil rpaHnLbl HOpMbl 66110 0TMeYeHo Y 32 (78 %) nauueHToB, TPOM6O-
uutoneHns —y 9 (22 %); 15 (36 %) naumeHTam noTpedoBanacb KOPPeKLUA [O3bl KOPTUKOCTEPOULOB.

CemHapguaTi naumeHTam npoBefeHa OLieHKa MO ABUraTenbHbIM WKanam yepes 6 mec, 10 getam — cnycta rog. CpeaHee
ynyywenue no wkane HINE-2 coctasuno 3,3/4,4 6anna cooteetcteeHHo. CpepHee ynyywenue no wkane CHOP INTEND
coctasuno 7,1/9,4 6anna yepes 6/12 mec Tepanuu.

3aknioyeHue. MpoaeMoHCTPUPOBaHbl 3PHEKTUBHOCTL U 6E30MACHOCTL NPUMEHEHNA NpenapaTa OHaceMHoreH abenap-
BOBEK B YC/OBUAX PeaibHOM KIMHUYECKON NPAKTUKM NpY Tepanun CMMHaNbHOM MbllWeYHON aTpodun ANs geTeil B pasHbIX
BO3PACTHbIX FPyNnax ¢ Maccoii Tena He bonee 21 Kr.

KnioueBble cnoBa: cnuHanbHas MblleyHas arpodus, oHaceMHoreH abenapsosek, 3onreHcMa®, 6e30nacHOCTb, Nporpam-
ma MAP, noBbllweHne YpoBHA TpaHcaMuHas, reH SMN1, reHo3amecTuTeNbHas Tepanus

Ina uyntuposanua: Aptembesa C.b., NManuna 10.0., Wugnosckaa 0.A. u gp. OnbIT NpUMEHEHMA reHo3aMecTUTeNbHON
Tepanuu npenapatom 3onreHcma® (oHaceMHoreH abenapBoBEK) B peanbHOM KNMHUYECKOi NpakTuke B Poccun. HepsHo-
MblleYHble 6onesHun 2022;12(1):29-38. DOI: 10.17650/2222-8721-2022-12-1-29-38.

Experience of using gene replacement therapy with Zolgensma® (onasemnogene abeparvovec)
in real clinical practice in Russia

S. B. Artemyeva, Yu.O. Papina, O.A. Shidlovskaya, A.V. Monakhova, D.V. Viodavets

Research Clinical Pediatric Institute of Pirogov Russian National Research Medical University;
2 Taldomskaya St., Moscow 125412, Russia
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Objective: to analyze the safety and evaluate the effectiveness of therapy with onasemnogene abeparvovec in patients
with spinal muscular atrophy in real clinical practice based on the experience of using the drug in the neuromuscular
center of Research Clinical Pediatric Institute of Pirogov Russian National Research Medical University.

Materials and methods. Patients with spinal muscular atrophy received therapy with onasemnogene abeparvovec based
on the prescription of the drug according to vital indications by a council of physicians of Federal institutions (the
availability of the drug was carried out within the framework of the MAP Program (global program of managed access
MAP to AVXS-101 for eligible patients in countries, where it is not approved by regulatory authorities (NCT03955679),
through funding from the charitable foundations, as well as through funding from the state fund “Circle of Kindness”.
The drug tolerance was assessed and the analysis of side effects after drug administration was based on the criteria for
adverse events (General criteria Adverse Event Terminology (CTCAE) v. 5.0) Patient motor function was assessed prior
to treatment initiation and every 3-6 months after therapy using the Philadelphia Pediatric Hospital's CHOP INTEND
scale, total motor development based on Hammersmith Hospital Neurological Assessment Scale in Young Children, Part 2
(HINE-2), and the acquisition of new motor skills.

Results. 41 children aged 5 to 47 months (weighing no more than 21 kg) received therapy with onasemnogene abep-
arvovec in the period from April 2020 to December 2021. Adverse events (hyperthermia, decreased appetite, nausea,
vomiting) were registered in all patients with different degree of severity. Elevated levels of transaminases greater than
2 times the upper limit of the normal range were observed in 32 patients (78 %), thrombocytopenia in 9 patients (22 %).
15 patients (36 %) required a dose adjustment of corticosteroids.

17 patients underwent assessment of motor scales after 6 months, 10 children were assessed after a year. The average
improvement on the HINE-2 scale was 3.3/4.4 points, respectively. The average improvement on the CHOP INTEND Scale
was 7.1/9.4 points after 6/12 months of therapy.

Conclusion. The efficacy and safety of onasemnogene abeparvovec have been demonstrated in real clinical practice in
the treatment of spinal muscular atrophy for children in different age groups with a body weight of no more than 21 kg.

Key words: spinal muscular atrophy, onasemnogene abeparvovec, Zolgensma®, safety, MAP program, increased transam-
inases, SMN1 gene, gene replacement therapy

For citation: Artemyeva S.B., Papina Yu.0., Shidlovskaya 0.A. et al. Experience of using gene replacement therapy with
Zolgensma® (onasemnogene abeparvovec) in real clinical practice in Russia. Nervno-myshechnye bolezni = Neuromus-

cular Diseases 2022;12(1):29-38. (In Russ.). DOI: 10.17650/2222-8721-2022-12-1-29-38.

BeepeHue

[MpokcumanbHas ciMHAIBHAS MBIIIEYHAsT aTpodus
(CMA) — ayToCOMHO-pelIeCCUBHOE HeiipomereHepaTUBHOE
3a001eBaHNe, XapaKTepU3yIolleecs IereHepameit anbda-
MOTOHEWPOHOB B MIEPETHMX POTaX CIMHHOTO MO3Ta, By~
IIEH K IMTpOrpecCUpyonieii MbIIIIEUHOM ¢1a00CcTH, aTpoun
MBIIIIII, pa3BUTHIO Ae(pOpMalInii ITO3BOHOYHMKA 1 CYCTABOB
[1, 2]. [TprunHa 3a001eBaHNS — B HAJIMUUY MyTallMM B TeHE
SMN1 (Survival Motor Neuron), TOKaIM3YIOIIEHCS HA JITMH-
HOM T1j1eue XxpoMocoMbI 5 (5q13), KoTopas BeAeT K aeduiim-
Ty 0€eJIKa BELKMBaeMOCTH MOTOHeipoHOB SMN [3, 4].

BrInensior HeCKOIBKO TUTIOB MpoKcuMaiabHoit CMA
B 3aBHCHMOCTH OT BO3pacTa MOSIBJICHHUS TIePBBIX KIMHH-
YECKMX CUMIITOMOB M CTETICHU TSDKECTHU IBUTATEIbHBIX Ha-
pywrenuii [5]. Hanbomee tskenast popma — CMA 1-1o TH-
IMa, OHAa IIPUBOIUT K PaHHEH CMEPTHOCTH B IETCKOM
BO3pAaCTe M UMeEET y3KOe TepalleBTHUECKOe OKHO JIJIST CBOE-
BpPEMEHHOTO Ha3HAUYCHMS MMATOTCHETUIECKON Teparuu
[6-—8].

[NosiBIeHME MATOTeHETUYSCKON TepaIluy J1aeT BO3-
MOXHOCTh CYIIECTBEHHO BJIMSITHh Ha CTEIICHb ITPOTpecC-
CcHpOBaHUS 3a00JIeBaHMSI, YIIy4IIast IIPOTHO3 MAIIMEHTOB
U TIpeAOTBpaIlas pa3BUTHE JATBHEHIIINX OCIOKHEHUI [9].
24 mag 2019 r. YopaBieHne 10 CAaHUTapHOMY HaI30py
3a KAYeCTBOM ITUIIEBBIX MPOIYKTOB 1 MeanKameHToB CLIIA
(FDA) ono6puio npemnapaT 3oareHcMa® (OHaCeMHOTEH
abemapBoBeK) (mpon3BoauTesb — AveXis Inc. (¢ ceHTSIOps

2020 . — Novartis Gene Therapies Inc.)) — mepBbIii Ipe-
mapar Uil TeHo3aMecTuTeNIbHO# Teparuun CMA y merteid
mnanure 2 yet [10]. PekoMeHayemMast 1o3a COCTaBsSET
1,1 x 10'* BekTOp-reHOMOB Ha | KT Macchl Tejia, BBOAMMBIX
B BUJIe OMHOKPATHOW BHYTPUBEHHOI MH(Y3UH B TCUCHUE
60 mun [11].

B 2019 1. 6118 MHUITMMPOBaHA T100aTbHAS IIPOTPaM-
Ma yrpasisiemoro gocryna (GMAP) mist npenapaTa 3071-
reHcMa® (oHaceMHoreH abenapBoBek) [12]. B pamkax aToit
MpOorpaMMBI TIpernapaT CTaJ JOCTYIICH ISl TOMXOMSIITNX
mareHToB co CMA B Bo3pacTte 10 2 JIeT B CTpaHax, Iie
Mperapar He ObLT 3apeTucTprupoBaH. EBponeiickoe areHT-
CTBO I10 JIEKapCTBEeHHBIM cpeacTBaM B Mae 2020 I. 3aperu-
CcTpupoBaJIo IIpenapar mist aeteit co CMA pa3Horo Bo3pa-
CTa ¢ orpaHMYeHreM I1o Macce Tesa 1o 21 xr [13].

BezomacHocTb 1 3(pHeKTUBHOCTH IIpeIrapaTa OHACEM-
HOTeH aberapBOBEK MPOICMOHCTPUPOBAHA B 3aBEPIICHHOM
nccnegoBanum START c yyactneMm 15 nmereit ¢ meboTom
CMA B ManeHyeckoM Bo3pacte (CMA 1-ro Trra, Bo3pact
o 8 Mec Ha MOMEHT BKIIFOUCHUS B McciiemoBaHue) [14],
a Takxke B kimHuM4eckux ucciaemoBanuax STRIVE-US
(22 nmawpeHTa B Bo3pacTte A0 6 Mec ¢ 2 konusimu reHa SMN2)
n uccnegoBann STR1VE-EU (33 manmeHTa B Bo3pacre
10 6 mec ¢ 1-2 konusimu reHa SMN2) [15, 16].

ITo maHHBIM KIWMHWYECKUX MCCICHOBAHMUM, V OETEH,
MMOJIyYUBIITX OHACEMHOTEH a0eITapBOBEK, OBLII OTMEYE-
HBI OBICTPOE pa3BUTHE TepameBTHICCKOTO 3ddekra,
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HapacTalIlero B ITMHAMUKE, YBEINUYEHNE BBKMBAEMO-
CTU W yAydIIeHWe OBUTATEIbHONW (PYHKIIMH IIO IITKAJe
CHOP INTEND, a TakXe cTaTUCTUUECKH 3HAUNMOE YITy4-
IIeHNE B TOCTVKEHNY OCHOBHBIX 3TAIlOB IBUTATEILHOTO
pa3BUTHS (HaIIpUMep, CIIOCOOHOCTD YIEPKUBATH TOJIOBY,
CIIOCOOHOCTh CUACTh 0€3 MOMNCPKKM, Y HECKOIBKIX TTa-
IIMEHTOB — CTOSITh ¥ XOIMTh) IT0 CPABHEHUIO C €CTECTBEH-
HBIM TedeHneM MiageHdeckoii ¢opmbl CMA [14—16].

Hawnboiee gacTeiMMu HeXellaTeIbHBIMU PEaKIIUSIMU
B KIIMHNYECKNX UCCIICAOBAHMSIX TIpeITapaTa OHAaCEMHOTEH
abemnapBOBEK OBLIN ITOBBIIIIEHNE aKTUBHOCTHU TTE€YCHOY-
HBIX (PePMEHTOB, TeIaTOTOKCUYHOCTD, PBOTA U TTMPEKCUST
[14—16].

B peanbHOI KIMHUYECKON MPAaKTUKE IIPU IIPUMEHE-
HHUY OHACEMHOTeH abeprapBoBeKa y IeTeit bolree cTapiie-
IO BO3pacTa, YaCTO MMEIOIINX IIPEAIIeCTBYIONIYIO TePaITIO
ImperapaTaMu, MOTUGHUIMPYIOIMNMI CIJIACMHT TeHa
SMN2 (HycuHepceH, pUCIUTUIaM), COOOIIAIOT O BO3MOXK-
HOM TIOBHIIIICHUY KOJIMYECTBA HeXeJIaTeIbHBIX SBICHUIA,
YTO TpeOyeT TIIATSIIbHOTO MOHUTOPWHTA 1 TaJTbHEHIIIETO
W3ydeHUs y pacIIMPEHHOM KOropThl Aeteii [17, 18].

B Poccuu orpaHnmdeHHOE KOJIMIECTBO LIEHTPOB NMEIOT
OIBIT IpUMeHeHus npenapaTa 3oareHcMa®. Tak, HegaBHO
OBLIO OITyOJTMKOBAaHA CTAThsI IT0 KOTOPTHOMY MCCJIEIOBA-
HUIO, U3yJaBIIeMy 0€30acHOCTb U 3(POEKTUBHOCTD MIPH-
MEHEHUSI OHACEeMHOTeH abemapBoBeka y 10 mammeHTOB
B IieHTpe I. EKaTtepnHOYpr B KpaTKocpouyHoM nepuoxe [19].

B cBoeii my0IMKammy MBI XOTUM TIPEICTABUTD OIIBIT
npuMeHeHus rpemnapara 3oareHcma® y 41 nanueHTa ¢ K-
HUYECKU U T€HETUYECKU MOATBEPKACHHBIM AUAarHO30M
npokcuMaiabHoit CMA 5q B HEpBHO-MBIIIEYHOM LIEHTPE
OCII «HayuyHo-mccaemoBaTeIbCKM KIMHUYESCKUI MH-
ctutyT nengratpun uM. akan. 0. E. Bensrumesa» ®IT'BOY
BO PHUMY um. H.U. IMuporosa.

Ileas uccaenoBanus — IMpoaHATM3UPOBATH Oe30mmac-
HOCTh ¥ OLICHUTH 3(PHEKTUBHOCTH Tepay IIpermapaToM
3onreHcMa® (OHaceMHOreH abernapBOBEK) y MAlLEHTOB
co CMA B peatbHOM KIIMHUYECKOM MPaKTHKE.

Martepuanbi U meToabl

B ananm3 BxmodeH 41 nmamueHT co CMA, KOTOpbIM
ObUTa IIpoBeaeHa WH(Y3USI OHACEMHOTeH abelmapBoOBeKa
B OCII «HayuHo-uccienoBaTeTbCKUI KITMHUYECKUIA MH-
ctutyT neguatpuu uM. akana. FO.E. BeasruimmeBa» 3a mepu-
o c anpenst 2020 . mo mexadpb 2021 1. Jlnarno3 CMA Obin
YCTaHOBJICH Ha OCHOBAaHWUM KIIMHUIECKOM KAPpTUHEI U TTOI-
TBEePKIECH MOJICKYJIIPHO-TeHETUICCKIUM aHaJT30M B Me-
IUKO-TeHeTuueckoM 1LeHTpe um. akan. H.I1. boukosa.
C menblo onpeneacHUSI BO3MOXHOCTHU ITPOBEICHUS TeHO-
3aMECTUTEILHOM Tepaiy BCeM IMallieHTaM Mepe BBeae-
HUeM Ipenapara 3oreHcMa® GbLIO BBITOJIHEHO TeCTUPO-
BaHUIE Ha HaJTm4Ire aHTUTe K AAV9 He MeHee 9eM 3a 1 Mec
repen BBeeHNEM. AHTHTENNa K AAV9 B KpOBH OIIpeAeIsiIn
MetonoM ELISA B maboparopum Viroclinics (Hunepnan-
ITbI). 3aKOHHEBIE TIPEICTABUTEIM TTAIIMEHTOB TIepe] Ha9aloM
Tepaltuyi MOAIMCHIBAIN WH(POPMHUPOBAHHOE COTJIaCHE

0 TIpUMEHEHMH IIperiapaTa, He 3aperucTPUPOBAHHOTO
B Poccuiickoit @enepaiinu, IpeacTaBUTEIN MAllEHTOB
OBLTY TTPOMH(OPMHUPOBAHBI O MEXaHM3Me NEWCTBHUSI OHA-
CeMHOTeH abeprapBoBeKa M BO3MOXKHBIX ITTOOOYHBIX IEHCT-
BMSIX TTpenapaTa. beum o0CyXIeHBI BOIIPOCH HEOOXOIUMO-
CTH IIPOBEICHNS aKTUBHOM peadMIMTAIINN 1 IIPABIJIEHOTO
TMO3UIIMOHUPOBAHMS TTOCIIE TIPOBEICHHOM TepaIiu, YTO4-
HEHO HaJIM4YMe TEXHNIECKUX CPEICTB PeadINTAIINM.

Cratuctrdeckasi 00paboTKa ITOJYyYeHHBIX JaHHBIX
MPOBOAMJIACH C MCIIOJIb30BaHMEM IIporpamMM Microsoft
Excel, Statistica 10. KonmnyecTBeHHBIE JaHHbBIE TIPEICTAB-
JICHBI B BUIIe CPSIHUX 3HAYCHUI WUIM MEIUAHBI T CpeaHIe
KBaapaTUIHbIe OTKIOHEeHMsI. TecT CThIomeHTa OBLIT MC-
TIOJIB30BaH TSI CPaBHEHMS CPEITHUX 3HAYCHUI TSI OLICH-
KM OBHUTATeIbHBIX HABBIKOB, MPOBEICHA OIICHKA YPOBHS
CTaTUCTUYECKOU 3HAYMMOCTH p (IIPUHSITHI 2 TOITYCTUMBIX
YPOBHSI CTATUCTUUECKOM 3HAYMMOCTH pe3yIbratoB: p = 0,01 —
BBICOKAS JOCTOBEPHOCTD pe3yJIbraTa CPaBHUTEIFHOTO aHa-
mm3a; p = 0,05 — mocTaTouyHasI TOYHOCTD).

Ho3a oHaceMHOTeH abemapBOBeKa PacCUYUTHIBAIACH
caenyrommmM oopasom: 1,1 x 10" BekTop-reHOoMOB Ha | KT
MaccCHI TeJla IaleHTa, BCs 103a BBOAWIACH B TeUeHHE 1 1
¢ moMmol1Ibio nHpy3omaTa. Bcem manmenTam 3a 24 9 1o uH-
(y3un npenapata 3oareHcMa® BBOAMIN MPeIHU30J0H
B 103¢ 1 MT/KT/CYT, ¥ TIpOIOJIKAIA €T0 IIPUMEHEHNE B 3a-
BUCHMOCTH OT YPOBHSI JJAOOPAaTOPHBIX ITAPAMETPOB.

Onenka 0e3onmacHocTi. BceM meTssM mpoBeieHO KOM-
IJIEKCHOE 00CIIeI0BaHME J0 BBeIEHUSI IIperapara, BKITI0o-
qaroIiee J1adbopaTopHbIe TTOKa3aTeN (KIMHUICSCKII aHAIN3
KPOBY, MOYM, OMOXMMUYECKIE aHATN3bl KPOBHU C MCCIIE-
IOBaHMEM TToKa3aTesieii (PyHKIMM ITIeYeHHU, TTI0YeK, Ceplia,
IpHU HEOOXOMMMOCTH ITIPOBOIMIMCH NCCICTOBaHMS Ha Ha-
JIMYKe HO30KOMMAIBHOM MH(MEKIINH C OTIpeIeICHIEM aK-
TUBHOCTH TIpOIiecca), MHCTPYMEHTAIbHBIC UCCIICIOBAHMS
(anmexTpoKapamorpadusi, axokapauorpadus, yiasrpa3ByKo-
BOE MCCJIEAOBaHIE OPraHOB OPIOITHOM ITOJIOCTU 1 TI0YEK),
OCMOTp CIIeIHAINCTaMH (KapauoJIoT, TaCTPOIHTEPOJIOT,
ITyJIBMOHOJIOT, OPTOIIeT) Ha HAJIMYKE COITYyTCTBYIOIIEH ITa-
TOJIOTUH.

ITpu onieHke 6e30macHOCTH OBITY TpUMeHeHB! O01IIe
KPUTEPUN TEPMUHOJIOTUU IIJIST HeXXeIaTeIbHBIX SIBJICHUI
(CTCAE) Bepcuu 5.0 [20]. CrereHb 1aOOpaTOPHBIX OT-
KJIOHEHUI TToKa3aTeieil KpOBH OLIEHMBAIM COTJIACHO JaH-
HBIM KPUTEPHUSIM.

[Mocire mpoBeneHHO MHMY3UH MperaparTa IMalueHTH
HaXOIWJINCH TTOJ HAOIIOAeHUEM B HEBPOJIOTUIECKOM OT-
JIeJICHUN OT 3 10 7 THEeM, ¢ TOCIICAYIONTM TMHAMNIESCKIM
HaOJIIOIeHNEM 3a JTa0OpaTOPHBIMM TTOKazatesissMu 1 pas
B HeIeJIIo B TeueHne 1 Mec, naiee 1 pa3 B 2 Hel Ha IIPOTSI-
JKEHUH TOCIICAYIONINX 2 MeC WU J0 HOPMaIN3alii YPOB-
HsI TaDOPaTOPHBIX ITOKa3aTeleid. J1omoTHUTe IbHEIE UCCIe-
JIOBaHUSI TIPOBOMIJINCH IIPY HATUINN ITOKA3aHUIA.

O1eHKa TBUTATEIBHOTO Pa3BUTHS OCYIIECTBIISIIIACH
T10 IIIKaJie IBUTATeIbHOTO pa3BUTHUs, 9acTh 2 (Hammer-
smith infant neurological examination, part 2, HINE-2)
[21] n mkane oneHku aABUTaTeNbHBIX (pyHKIMI (Children’s
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hospital of Philadelphia infant test of neuromuscular
disorders, CHOP INTEND) [22] no BBemeHus IIperapara
u 4yepe3 2, 4, 6 mec. Takke mpoBeaeHa OLIEHKA Ipruoodpe-
TEHMSI BO3PACTHBIX HABBIKOB B COOTBETCTBUU C dTAllAMU
JBUTaTeJIbHOTO pa3BUTUSI MJjadeHieB BcemupHoit opra-
HU3aLWH 3ApaBooxpaHeHus [23].

Pe3synbrathbl

XapakrepucTiku BbIOOpKH. [IpoaHaM3npoBaHbl TaH-
Hble 41 mamyenTa co CMA, MoJIydnBIIIETO OHACEMHOTEH
abenapBoBek B OCII «<HayyHo-ncciaenoBaTeIbCKMi K-
HUYECKUU MHCTUTYT nenraTpuu uM. akan. 10.E. Bexsrn-
meBa». Macca Teja ITaleHTOB He TpeBbIiaia 21 KT, CpeaHsis
Macca Tena coctaBmia 9,8 (7,2—14,5) k. ¥V 31 naumenTa
nnarHoctupoBaHa CMA 1-ro Tuna, cpeaHuii BO3pacT 1o-
siBJIeHUsT ciMIToMOB cocTaBwt 10 (2—20) Hen, y 10 meteit —
CMA 2-ro tumna, ¢ 1e610ToM 3a00IeBaHus ITocie 6 Mec.

VY 40 mereit Obl1a BBHISIBIICHA TOMO3UTOTHAST OCIICIIUS
7-ro nnu 7—8-10 3K30HOB reHa SMN1, y 1 manyeHTa —
TeTepO3UTOTHAS Aejielrsl 7-Tro 9K30Ha reHa SMN 1, 2 To-
yeyHple MyTanuu B reHe SMN1: pThr274lle (¢.821C>T)
B 6-M 3k30He reHa, p.Glh154 = (c.462F>G) B 3-M 3K30HE.
Yucio korwmit reHa SMN2 — 1 xormsl.

¥ 20 matnmeHTOB ornpeneneHs! 2 konuu reHa SMN2 (Bce
manueHTeI co CMA 1-To Trma), 3 Kormu — y 19 manmeHToB
(9 neteii co CMA 2-ro tuna, 10 gereit co CMA 1-ro tuma),
4 xormun — y 1 mammenTta co CMA 1-ro Tumma n 1 Konug
reHa SMN2y 1 maumeHTa ¢ TeTEpO3UTOTHOIN MyTalueit
BreHe SMNI.

CpemHuit Bo3pacT Havajia Teparii OHACEMHOTEH abe-
mapBoBekoM coctaBui 20,3 (5—47) mec.

CeMHanmaTh NallMEHTOB 10 BBEICHMS OHACEMHOTCH
aberrapBoOBeKa MOJIyYaan Teparuio HYCHHEPCEHOM C T0-
JIOXKUTETLHOM TMHAMUKOM B IBUTATEIFHOM cTatyce. Bocemb
MMAIMEHTOB MPUHUMAIN PUCIUIIAM B paMKaX pPaHHETO
JIOCTYIA K IIpenapary B TedeHue 3—6 MeC C MOJI0XUTEIb-
HO¥ TMHAMMKO B IBUTATEJILHOM CTaTyCe M OTCYTCTBHEM
MOOOYHEIX 3(pekToB. OOUH HMALIMEHT C TSOKEJIBIM IBUTA-
TeJbHBIM CTAaTyCOM ITOJIy4MJI 6 MHBEKLIMI HyCHMHEpCEeHa
0€3 MoJA0XKUTEIbHOM TMHAMUKHU, ObLIT ITepeBEAEH Ha pUC-
JTATIaM, KOTOPBIi TTOJTydaj Ha TIPOTsKeHUH 3 Mec 0e3 T10-
JIOXWUTEIbHON TUHAMUKY. TpM IMaleHTa yJYacTBOBaIK
B KJIMHUYECKOM HCCJICIOBAaHUM IIpernapara OpaHaruiam
C TIOJIOXXUTEIFHOM TUHAMUKOM, HO B CBSI3M C TIpeKparliie-
HHEM UCCIIeIOBaHNS OBUIH TIepeBeIeHBI Ha TEHO3aMeCTH -
TEJBHYIO Teparnuio. JIBeHaauaTh eTei 10 BBEAEHWS OHA-
CeMHOTreH abemapBoBeKa He ITOJyJ4alu HHUKAKOTO
ITAaTOTEHETUYECKOTO JICUCHUS.

[ManreHTHI MOTyJYaIn TepaItuio mperapaToM OHAceM-
HoreH abemapBoBeK B paMmKax IIporpammber GMAP (1710-
OayibHas1 MporpamMma ympanisiemoro poctyrna MAP k nipe-
napaty AVXS-101 nig maumeHTOB, COOTBETCTBYIOIINX
KPUTEpHUsIM, B CTpaHax, Iie OH He OHOOpeH peryaupy-
tommu opranamu (NCT03955679)), Takke 3a cueT u-
HaHCHPOBAHUSI OJIATOTBOPUTEIBHBIX (POHIIOB M TOCYIAPCT-
BeHHOTO oHna «Kpyr 100pa» Ha OCHOBAaHUM Ha3HAYEHUS

TperapaTa KOHCWJIIMYMOM Bpaueit (penepasbHbIX yUIpeK-
neHuit [24].

XapakTepHrCTHUKAa BBIOOPKY MTAllMeHTOB IIpeACTaBlIeHA
BTabM. 1.

Ta6muua 1. Hcxoousie xapakmepucmuku nayuernmos (n = 41)

Table 1. Baseline patients’ characteristics (n = 41)

ITapamerp 3HayeHne

Ilon, n:
Sex, n:
MYXCKOM 20
male
XKEHCKUI 21
female
CrnivHabHasI MBIIIEUYHAs aTpodust 31
1-ro Tuna, n
Spinal muscular atrophy type I, n
CnuHaJibHas MbIIIeYHast aTpohust 10
2-TO TUIMa, n
Spinal muscular atrophy type 11, n

CpenHuit BO3pacT MalMeHTOB HA MOMEHT
BBEJICHUSA OHACEMHOICH a6enapBOBeKa
(auarma3oH), Mec

Average age at infusion of onasemnogene
abeparvovec (range), months

20,3 (5—47)

KonuuectBo konuii reHa SMN2, n:

Number of copies of the SMN2 genes, n:
2 20
3 19
4 1
1 + ToukOBBIE MyTALIUU 1
1 + point mutations

IIpeniiecTByolas nmaToreHeTU4YeCKast Tepa-

s, n:

Previous pathogenetic therapy, n:
na 29
yes
HET 12
no

Macca Tena npu BBeAeHU OHACEMHOTEH
abemapBoBeKa, KT

Body weight at infusion of onasemnogene
abeparvovec, kg

9,8 (7,2—14,5)

Ilpumeuanue. CO — cmandapmuoe omxaoHeHuUe.
Note. SD — standard deviation.

Pe3yabraTsl onieHKH nepeHOCHMOCTH mpenapara. Komi-
HUYECKUE TIPOSIBIICHUS B paHHEM IIeproae HAOTIOICHUS
B TeUeHHe 7 THel rocie nHQY3UH IpeacTaBIeHB B Ta0II. 2.

VY Bcex nmereii B TedeHHe 3—5 MHEH OTMEUYaIoch CHU-
XKEeHHe aImeTuTa, y 11 mereil oTMedanaach pBOTa IIOCIIE
mprieMa TabJIETOK IIPEeTHN30JIOHA, YTO TIOTPeOOBAIIO 3aMe-
HUTD MIEPOPATBHBIN ITpHeM Ha BHYTPUMBIIICYHBIC MHBEK-
IUY TIPETHMU30JIOHA B 103€e 1 MT/KT Macchl Tenna. YeTelpeM
MalreHTaM IMOTPeOOBaIOCh TTpoBeAcHNE NH(PY3NOHHOM
Tepanuu 5 % pacTBOPOM IJIIOKO3bI C LE/IbIO BOCIIOJIHEHMUS
BogHOTO OanaHca. KpaTrkoBpeMeHHOE MOBBIIICHUE TEM-
neparypsl Tena 10 38,0—38,5° C na 2—3-if JeHb 0OTMEYaIOCh
y 35 geTeit, 4TO HEe TPeOOBAIIO HA3HAYCHMS TOITOTHUTEITb-
HOM Tepanuu.



OpueuHnanvHble Uccaedo8anus

HepBHo-Mblweunbie O JIE3HH

Ipexonsiiye KTMHUYECKUE CUMITTOMBI B TeueHue 1-i1 He-
JIEJIV TIOCTIe BBEACHUSI MperapaTa OTMEeYaINCh vallie y Jae-
TEH cTapLuero Bo3pacra.

JlaGopaTropHbIe OTKJIOHEHUSI TTPEICTaBIECHBI B TA0M. 3.
JvHaMmmueckoe HabogeHne 3a 1ab0paTOPHBIMU N3MEHE-
HUSIMU BBISIBWIO y BCEX MAlMEHTOB MOBBIIIIEHNE YPOBHS
TpaHCAMWHA3 PA3JINYHON CTeNeH! (AJTaHMHAMUHOTPAHC-
depasza, acnapraTaMUHOTpaHC(Depa3a).

Y 9 nmauuneHTOB MOBBIIIIEHWE YPOBHSI TPAaHCAMUHA3
HE COMPOBOXAAIOCH YBeIUUEeHUEM Oojiee ueM B 2 pasa
OT BEpXHEI rpaHUIIbI HOPMbI, UM OBLIO TIPOBEIECHO Jieue-
HHUE KOPTUKOCTEPOUIAMU B TEUEHUE TTEPUO/IA, HE TIPEBHI-
LIAIOIIEro 3 Mec.

YV GONIBIIMHCTBA MALIMEHTOB OTMEYAJIOCh ITOBBILIEHUE
YPOBHS TpaHCaMMHa3 0e3 3HAYMMOTO HapyIIeHUs (QyHK-
LIVU TIEYeHU TIPU HOPMATBHBIX TT0KAa3aTeNsIX YPOBHS Ou-
nupyouHa, kpoMme | manueHTa.

W3 41 nauuenTa B JaHHOM KOropre 6 AeTeit UMeIn Ts-
JKEJTbIN COMAaTUYECKUIA CTaTyC M HO30KOMUATbHYIO MH(DEK-
uIo0. Y 3TUX ITallMEHTOB B aHaMHe3€e ObLIM OTMEYEHBI 110~
BTOPHBIE THEBMOHWM, JUTUTEILHOE TTPEOBIBAHNE B YCIIOBUSIX

Tabmua 2. Pannue Kaunuueckue nposeaeHus NOOOUHbIX PeaKuyuil nocie
86e0eHUsI OHACeMHO2eH abenapeoseKa 6 3aUcUMoCIU Om 803pacma
66edenus npenapama

Table 2. Early clinical manifestations of adverse reactions after onasemnogene
abeparvovec administration depending on the age at infusion

Clinical symptom

Age at infusion less
than 1 year (n =7)

Age at infusion
over 1 year (n = 34)

IToBbllIEHUE TEM-
IepaTypsbl B T€4e-
. 2 33
Hue 1—3 nHeit
Pyrexia within 1—3 days
CHIXeHne

anreTuTa 7 34
Decreased appetite

PBota
Vomiting

ChIIb KPaTKOBpE-
MEHHast 2 —
Short-term rash

Tabmuna 3. Hzmenenus arabopamopHbix nokazameneii nocae 86e0eHus Npenapama oHAceMHo2eH abenapeosex

Table 3. Changes of laboratory parameters after infusion of onasemnogene abeparvovec

Number
of patients

Laboratory parameter

Comments

KJIMHMYeCKrX CUMIITOMOB He ObLJIO OTMEUEHO, YPOBEHb OMJIMPYOMHA ObLIT B HOPME.

AJIT, ACT <5 BI'H
ALT, AST <5 ULN

12 He TpedoBanioch MI3BMEHEHUSI 103bl KOPTUKOCTEPOUI0B
Clinical symptoms were not registered, bilirubin level was within normal range. Corticosteroids’

dosage wasn’t modified

KIMHMYeCKrX CUMIITOMOB He ObLJIO OTMEUYEHO, YPOBEHb OMJIMPYOMHA ObLT B HOPME.

AJIT, ACT >5 BI'H <20
AST, ALT >5 ULN <20

1 TpeboBasioch M3BMEHEHUE H03bI KOPTUKOCTEPOUIOB 0 2 MT/KT Y 7 TIAallUEHTOB
Clinical symptoms were not registered, bilirubin level was within normal range.

Corticosteroids’ dosage was modified to 2 mg/kg in 7 patients

KiIMHMYeCKX CUMIITOMOB TUMNEpOMIIMPYOMHEMUY HE ObLIO 3a(DMKCUPOBAHO

AJIT, ACT >20 Br'H
ALT, AST >20 ULN

8 y 7 mammeHToB. Bcem neTsaM mpoBoauiIach MyJIbCTepaIvsl METHIIIPETHU30JI0HOM
Clinical symptoms were not registered, levels of bilirubin were within normal range in 7 patients.

All children received pulse-therapy with methylprednisolone

TToBbIIIEHUE YPOBHS raMMariyTaMiITpaHchepas3bl 0OTMEUYaioch uyepes 2—3 Hell

I'TT >2 BI'H
GGT >2 ULN

14 TIOCJIe TIOBBIIIEHUST YPOBHSI TpaHCAMWHA3 OoJiee 94eM B 5 pa3
An increase in gammaglutamyltransferase level was registered 2—3 weeks after an increase

in transaminase levels >5 times

V 7 nanimeHTOB TPOMOOLIMTOTIEHUsI OTMeualach Ha 1-i1 Heiese rmociie uHQy3uu,

Tpom6GormTer <100 x 10°/1

He COMPOBOXIANACh KIMHUYECKUMM CUMIITOMaMU 1 He TpeOoBajia TOMOJIHUTEIBHOTO
nedyeHwus. Y 2 IMAIIMEHTOB — COIIPOBOXKAAJIaCh KIIMHUYECKU 3HAYUMbIMU CUMIITOMaMU
Thrombocytopenia was observed in the first week after infusion in 7 patients, wasn’t accompanied

by clinical symptoms and didn’t require additional treatment. 2 patients had clinically significant symptoms

Bcem manmeHTam 66U TIPOBENECHBI JIEKTPOKAapANOTpadus U 3XOKapauorpa-

ust, HU Y KOTro He ObLIO BBISIBJIEHO OCJIOXHEHWI CO CTOPOHBI CepAlia, MTOKa3aTean
HOPMaJIU30BAIUCH IIPU IIPOBEICHUY ITIOBTOPHBIX TECTOB
All patients underwent electrocardiography and echocardiography, none of them had heart

complications, parameters returned to normal during re-tests

WN3meHeHue YPOBHA HpOTpOM6I/IHa OTMEYAJIOCh Y 1 mamueHTa ¢ KIMHUYECKUMU

Thrombocytes <100 x 10°/1 9
TpononuH I 3
Troponin |

TIporpombuH 1
Prothrombin

TIPOSIBJICHUSIMUA JIEKAPCTBEHHO MHAYLIMPOBAHHOTO MTOPAXKEHUS TIEYEHU
A change in the level of prothrombin was registered in 1 patient with clinical symptoms

of drug-induced liver injury

Ilpumeuanue. BI'H — eepxnsas epanuya nopmot; AJIT — ananunamunompancgepasza; ACT — acnapmamamurnomparcgepasa.
Note. ULN — upper limit of normal; ALT — alanine aminotransferase; AST — aspartate aminotransferase.
|

TOM 12

33



TOM 12

34

HepBHo-Mblweynbie BONTE3HU

Opueunanvhble uccaedosanus

peaHMMaluM Ha UCKYCCTBEHHOW BEHTWISILIUU JIETKUX,
JUTUTETbHOE 30HI0BOE MUTAHUE WIKM MUTAHUE Yepe3 ra-
CTPOCTOMY, a TAKXKE UCXOTHO HU3KUI JBUTATEIbHBIN CTa-
Tyc (HU3Kas OlleHKa IO ABUTATeIbHBIM TiiKanam). [Tocie
THIATEJTLHOTO 00CIeOBAHMS U JICUEHUS BOCTIATTUTEbHBIX
MPOSIBNIEHWI Ha (poHEe HO30KOMUATBLHON MH(EKIMU Tia-
LIMeHTaM TIpoBeieHa NH(Y31st OHAaCEMHOTEeH aberapBoBe-
Ka. XapakTepuCTUKA 3TOU TPyl MAIIMEHTOB MPEICTaB-
JieHa B Ta0. 4.

Bce 6 manueHTOB Noiydair KOPTUKOCTEPOUIHYIO Te-
panuio B fo3e 1 Mr/KT, 3 13 HUX yBEIWMYWIU JO3Y IO 2 MT/KT
B CBSI3U C TTOBBIIIIEHEM YPOBHSI TpaHcaMuHa3. Y | maru-
€HTa U3 3TOU TPy MOTPEOOBAIOCH TPOBENIEHUE TTYIIhC-
Tepanuu, OJHAKO COCTOSIHUE TPOJOJIKAIO YXYAIIAThCS,
TTOSIBWJIACH XEJITYITHOCTb KOXXHBIX TTOKPOBOB, OTEUHOCTb,
TOBBINIEHNE YPOBHSI OUIMPYOMHA, Pa3BUINCH aHEMUS,
HapYIIEHUST CBEPTHIBAEMOCTH KPOBU C TEHACHIIMEN K TH-
niepkoaryssiiuu. [1aimeHT KOHCYTBTUPOBAH TeraToIoTOM,
BBICTABJIEH AMATHO3 JIEKAPCTBEHHOTO MOPAXKEHUS TIEYECHMU.
C 11e71b10 KOPPEKIIMY HAPYIIEHUI MAIIMEHT MoTydan uHdy-
3UM TUIa3Mbl, DPUTPOLIUTAPHYIO MaccCy, aHTUTPOMOUH 3
C LIEJTBI0 TPODUITAKTUKY TPOMOOTHIECKIX U TPOMOOIMOO-

Tadmuua 4. Taxceavie nayueHmol ¢ UCXOOHOU HO30KOMUAAbHOU UHDeKYuell

Table 4. Severe patients with baseline nosocomial infection

e Previous
Age at infusion :
pathogenetic
of onasemnogene
abeparvovec therapy before/
’ after 2 months
months
Pucnumnnam
17 Risdiplam 2/2 18/21
Hycunepcen
13 Nusinersen 1/1 8/9
Pucoumiam
15 Risdiplam 2/4 31/40
Hycunepcen (6),
pucauruiaMm _ B
28 Nusinersen (6), 1/ 12/
risdiplam
Hycunepcen
¢ 5 Mmec
24 Nusinersen since 7/ = 39/ —
5 months
Pucoumiam
¢ 3 mec
20 Risdiplam since 7= 34/ —
3 months

Increased

Jueckux ocnoxHeHuit. Yepes 3 Hen cocTosiHMe pebeHKa
CTabMIM3UPOBATIOCH, Yepe3 2 Mec IMoKa3aTeau TpaHC-
aMMHa3 He TIPEeBBIIIAIOT YPOBHSI 3 BEPXHUX TPAHUI] HOPMBI.
IMauueHTy TutaHUpyeTCsT MPONOKEHUE TIpreMa KOPTH-
KOCTEPOUIOB B 03¢ 5 MT'/CYT.

Hwu y ogHOTO M3 ManneHToB Ha (hpoHE KOPTUKOCTEPO-
WIHOU Tepanuy He OTMEYaJIoCh aKTUBU3ALMU XPOHU-
YeCKOU MH(EKIINU, OTHAKO 32 MepUo/ HAOTIONEeHUS y TTa-
IIMEHTOB OTMEYAINCh YaCThIE OCTPhIE PECITMPATOPHBIE
BUpYCHbIe MH(bEKIMY, Ha (DOHE Yero yxXyaaamch moka-
3aTeu ypOoBHS (DEPMEHTOB MEUEHU.

V¥ 3 maumeHTOoB ObITa IIPOBeIeHA OlIEHKA IBUTATEIbHOM
yHkumm yepes 2 mec rociie nHby3Un, OTMEYAETCST Mel-
JIEHHAST TIOJIOXKUTETbHAS TMHAMUKA, HECMOTPST Ha UCXOM -
HO HU3KWI JIBUTATEJILHBINA CTaTyC.

Ouenka 3¢ ()eKTHBHOCTH TePANIH NPENapaToM OHACEM-
HoreH abemapBoBek. OIleHKA TBUTATEIbHON aKTUBHOCTHU
o mkagamMm CHOP INTEND u HINE-2 npoBenena mc-
XOIHO [0 Hayajia Tepaluu, yepe3 6 u 12 Mec OoT Havaja
Tepanuu.

Onenka no mkajse CHOP INTEND. brura mpoBeneHa
y 17 maumeHTOB Yepe3 6 Mec nociie HGY3UM OHACEMHOTEH

Dosages

transaminases Significant adverse events .
of steroids
level (upper
limit
of normal)
>5 AHeMMs1, KoaryjJorpamma B HOpMe 1 mr
Anemia, coagulogram was normal 1 mg
Her 1 mMr
<
2 None 1 mg
Her 1,2 Mr
> b
20 None 1.2 mg
JlexapcTBeHHOE TTOpaXkeHUE
TIEYEHH € YMEPEHHBIMU HapyLie- 1,2 M, nysTse-
HUSIMU, HepomnaTusi, OTEUHbBII Tepanms
>20 CHHIPOM, KOATryJIOIaTHsI, aHEMMST P
; RO . 1.2 mg, pulse
Drug-induced liver injury with thera
moderate changes, nephropathy, Py
edema, coagulopathy, anemia
Het 1 mr
>
8 None 1 mg
Her 1,2 Mmr
>10 None 1.2 mg

Hpumeltauue. «—» — OUeHKda nayuenmos no deucamenvHbIM WKANAM NOKA He Obiaa npoeeaeﬁa.

Note. “—“ — assessment of patients’ motor skills has not been carried out.



OpueuHnanvHble Uccaedo8anus

HepBHo-mbiweyHbie 5OJIE3HH

abemmapBoBeka. [lokasarenb cpemHel OLEHKH MO IIKae
CHOP INTEND yBemmunncs ¢ 48,0 = 11,8 1o 55,1 £ 8,9 6an-
na (puc. 1). U3menenne cocraBwmio 7,1 6amra (p <0,05).
Vayuaienue >4 6aioB (paccMaTprBaeTCs KaK KITMHITIECKU
3HAYMMOe n3MeHeHwne [22, 25]). JIBoe marmeHTOB TOCTUTIIN
MaKCUMAaJIbHOTO KOJIM4YeCTBa 0aJUIoB 110 1iKase (64 6aiia),
y 1 pebeHKa He OTMeYaoCh YaydylleHu s 1o OajiaM, He-
CMOTPSI Ha YBEIMYCHUE MBIIIIEYHOM CHJTBI B KOHEUHOCTSIX,
B CBSI3W C HapacTaHWeM JaedopMamnuii (CKoJIMo3a U KOH-
TpakTyp), v 1 mammeHTa OBIJIO OTMEUYEHO YMCHBIIICHUE
6asutoB o mkajne CHOP INTEND, Ho nipu 3TOM HabJ110-
nanoch yBenuueHue o mkaine HINE-2.

Onenka no mkaje HINE-2. bria mpoBenena y 17 na-
LIMEHTOB 4Yepe3 6 Mec mocjie MHGY3UH MperapaTta OHACEM -
HoOTreH abemnapBoBeK (puc. 2). Hu omyH manueHT He ToTepsut
IBUTATEJIbHBIC HABBIKY 110 3TOH 1mKae. CpeaHsis olleHKa
yBemmumtach ¢ 10,3 + 5,4 no 13,6 + 5,3 6anna. CpenHee us-
MeHenue 1o mkane HINE-2 cocraBuiio 3,3 6amra (p <0,01).

Ouenka no mkasam CHOP INTEND u HINE-2 yepe3 12
Mec. Yepes 12 Mec mocie nHQY3UH OHACEMHOTEH aberap-
BOBEKa IMAIIMEHTHI IIPOIOJIKAIOT YIIy4YIIaTh MOTOPHEIC Ha-
BBIKM (puc. 3). [Ipoanam3upoBaHbl aHHBIE 10 MAIMEHTOB,
cpeaHne 3HAYCHUS OLICHKW IBUTATEIbHON aKTMBHOCTHU
no mkase CHOP INTEND yBenmnmuunucs ¢ 50,5 + 9,1
1o 59,9 + 3,7 6amna, usMeHeHne coctaBuiao 9,4 Gaia
(p <0,05). INo mkame HINE-2 — ot 10,8 + 5,1 mo 15,2 =
4,2 6anna, u3MeHeHHe cocTtaBmio 4,4 6amna (p <0,01).

06cyxpeHue

JlaHHast paboTa nmpeacTaBiIsieT POCCUMCKUIA OITBIT IIPU-
MEHEHUSI TeHO3aMECTUTEIbHON TCpalin y nalimeHTOB
co CMA.

60 55,1 1,2
50 . 1
40 0,8
30 0,6
20 04
10 0,2
01 0

[o BBegeHNsi OHaCeEMHOreH Yepes 6 mec/
abenapsoBseka / Before onasemnogene After 6 months
abeparvovec infusion

Puc. 1. Oyenka dsueamenvhoii akmuenocmu no wkare CHOP INTEND
do 86edenust oHacemHozeH adbenapeosexa u uepes 6 mec, cpednuii bai (n = 17).
CHOP INTEND — wkana oyenku 08ueamenvHbixX QyHKYuUil

Fig. 1. Assessment of motor activity according to the CHOP INTEND scale
before the infusion of onasemnogene abeparvovec and after 6 months, average
score (n = 17). CHOP INTEND — Children’s hospital of Philadelphia infant
test of neuromuscular disorders

IIpoBeneHa orieHka 3(p(PpeKTUBHOCTH U 6E30MaCHOCTH
TIpUMEHEHMS TIperapaTa OHaCEMHOTeH a0eTIapBOBEK y Ta-
nueHToB co CMA B YCIIOBUSAX PYTUHHON KIMHUYECKOU
npakTuky. OnrcaHbl U3MEHEHUS IBUTATeTbHON (DyHKITUN
y mauneHToB co CMA uepe3 6 u 12 mec.

CremyeT OTMETHUTh, YTO BBIOOPKA MAIIMEHTOB, TTOJY-
YUBIIMX T€HO3aMECTUTEIBHYIO TEPAITIO B HAIIIEM LICHTPE,

16 12
136
14 — :
12
08
10
8 06
6
04
4
02
2
0 0

Lo BBegeHNs OHacEMHOreH Yepes 6 mec /
abenapsoBeka / Before onasemnogene After 6 months
abeparvovec infusion

Puc. 2. Oyenka dsueamensvroii akmusnocmu ho uikase HINE-2 nepeo ese-
deHuem oHaceMmHoeeH abenapsosexa u uepe3 6 mec, cpednuii barn (n = 17).
HINE-2 — wkana dsueamensvrozo pazeumus, 4acmo 2

Fig. 2. Assessment of motor activity according to the HINE-2 scale before
the infusion of onasemnogene abeparvovec and after 6 months, average score
(n =17). HINE-2 — Hammersmith infant neurological examination, part 2

B Cymma 6annos no wkane CHOP INTEND / CHOP INTEND score results
Cymma 6annos no wkane HINE-2 / HINE-2 score results
70

60 59,9

50,5
50
40

30

20 15,2

10,8
10

[o BBeAeHnA oHaceMHOreH Yepes 12 mec/
abenapsoseka / Before onasemnogene After 12 months
abeparvovec infusion

Puc. 3. Juuamuka deueamenvroit akmuenocmu no wxaisam HINE-2
u CHOP INTEND 0o u uepe3 1 200 nocae 66edenusi onHacemHozer abenapeo-
eexa (n = 10). HINE-2 — wkana dsueamenvroeo pazeumus, vacms 2; CHOP
INTEND — wkana oyerku 0sueamenvrulx QyHKyuil

Fig. 3. Assessment of motor function score results according to the HINE-2
and CHOP INTEND scales before and in 1 year after onasemnogene
abeparvovec infusion (n = 10). HINE-2 — Hammersmith infant neurological
examination, part 2; CHOP INTEND — Children’s hospital of Philadelphia
infant test of neuromuscular disorders
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HepBHo-Mblweynbie BONTE3HU

Opueunanvhble uccaedosanus

ObLTIa pa3HOPOIHA IT0 BO3PACTy U Macce Tejla M BKITIoYajia
MMAIIeHTOB C MCXOMHO Pa3HBIM IBUTATEILHBIM CTATyCOM.
70 % neteii mosry4asiu MpeaiieCTBYIOLIYIO TaTOreHETHYeC-
KYIO TepaIliio pa3TnIHBIMU IperapaTaMu.

[MoBbIICHNE YPOBHS TpaHCAMWHA3 OBUIO BBISIBJICHO
Y BCeX IMallMeHTOB, OMHAKO KIIMHUYECKH 3HAYNMOe TTopa-
KEeHUeE TIeYeHH ¢ HapyIlleHNeM MeTaboJIM3Ma OrmpyornHa
W CUHTETUYECKOM (DyHKIIMU TIeYCHU 3apeTUCTPUPOBAHO
tosibko y 1 manmenTta. Cemu nauueHtam (17 %) norpe6o-
BaJIOCH YBEJIMUCHME JO3bI KOPTUKOCTEPOUIOB IO 2 MT /KT,
8 (19 %) naieHTaM C MMOBBIILIEHUEM YPOBHS TpaHCAMMHA3
6oisree yeM B 20 pa3 moTpeOOBAIOCh TIPOBEACHUE ITYJIbC-
Teparnuy MeTUIITPETHU30JI0HOM B 03¢ 20 MT/KT B TCUCHHE
3 mHEH ¢ TTOCIIeAYIONIM CHIDKEHHEM 036 IO Mepe HOp-
MaJIM3allii YPOBHS (PepMEHTOB ITedeHW. XOTSI TOUHBIN
MEXaHWU3M TeITaTOTOKCUIHOCTH HESICeH, TIPEIIIojIaraeTcsl,
YTO 3TO MMMYHHAs peakius, CBSI3aHHasl C 3aXBaTOM BH-
PYCHBIX BEKTOPOB TemaTonuTaMu. A HUBEIMPOBAHMS
nmaHHoro 3¢ dekTa 3a 24 9 10 BBeAeHUS U Iocjae UHPY3Un
TeHO3aMeCTUTEILHOM Tepany IIPUMEHSICTCS TIPESIHN30JI0H
[26, 27].

TpombonuTonIeHUs OTMeUYanach Ha 1-i1 Heaele mocie
nHOY3MHN y 9 malneHTOB, He COIMPOBOXIAIACh KIIMHINIEC-
KAMH CUMIITOMaMU M He TpeboBayia MOMOJHUTEIBHOTO
JeyeHus. Y 1 manvenTa Ha (hOHE KPUTHIHOTO CHIDKEHUS
IToKa3aTeeil TPOMOOLIMTOB B TeUeHUE |- HeIeau 1mociie
BBeJeHUsI OHaceMHOIeH abernapBoBeka 11—-21—43 x 10°/1
(Hopma 127—520) pa3BWINCh KIMHUIECKNE CUMIITOMEBI
Ha KOXe B BUIE TTOAKOXHBIX KPOBOM3IMSIHUM Ha Oeapax,
Ha XXMBOTE B MeCTaX cAaBiIeHUsI. KpoBOTOYMBOCTH CIM3H-
CTHIX M TIPU3HAKOB BHYTPEHHUX KPOBOTECUCHMI HE OBLIO
otmedeHo. [lokazaTenm KoaryjaorpamMMbl OCTaBaJIWCh
B IIpeeIax HOpMbI, CAMOUYBCTBHE TTAIlMEHTA OCTaBaJIOCh
YIOBJIETBOPUTEIHHEIM. [1OBBINIEHNIE YPOBHS (PEPMEHTOB
IIeYeHU He TpeOoBasIo MOIU(UKAIIUN 1036l KOPTUKOCTE-
poumoB. Yepes Hemelto ypoBEHb TPOMOOLIMTOB Y TAHHOTO
nanueHTa nogHsuics go 150 x 10°/71, HOBBIX BBICHIIIAHMIA
He OBIO OTMEYEHO.

[NoBbImeHMEe YPOBHS TpaHCAMUHA3 CPETHEN M TSKe-
JIOM CTETIeH! TSDKEeCTH Yallle OTMeJaroch Ha 2—4-ii Henmese
TTOCJIe BBEACHWSI OHACEMHOTEH abeTmapBOBeKa C IOCTEITeH-
HBIM CHIDKCHHEM ITOKa3aTesieii He 0olree 2 BepXHMX TPaHULI
HOPMBIL.

VY 2 maumeHTOB OBUIO 3apeTUCTPUPOBAHO ITOBTOPHOE
TTOBBIIIIEHWE YPOBHS (pepMEHTOB IIeUeHN Ha 8-i1 Hemele,
YTO TAKXKE OTMEYAIOT U Ipyrue ucciaenosarenn [19, 26].

B nuteparype onmcaHbl eTUHUYHBIC CITydand pa3BUTHS
OoJiee cephe3HBIX HAPYIICHWI B BUIE IMTOAOCTPOTO ITOpa-
KEHUS TIeYeHH ¢ TIOCIICAYIONINM pa3BUTHEM YaCTUYHOTO
$u1bpo3a, a TakKe eAMHUIHBIC CIyIar pa3BUTHS TPOMOO-
TUYECKOUM MUKpoaHTHmonatuu [28, 29], 4To oTpaxkeHO,
B TOM YMCJIE, U B UHCTPYKLUU 110 MEAULIMHCKOMY IIpUMe-
HeHuto npemnapata [30].

C 1ebi0 CBOEBPEMEHHOTO BBISIBIICHUSI BO3MOXKHBIX
OCJIOXXHEHMI M KOPPEKIINY TOPMOHAITBHOU TePaITiy TPpe-
OyeTcst TMHAMIYECKOe HAOONCHIE TTAIIMEHTOB, ITOJTYIHB-

X TeHO3aMECTUTEILHYIO Tepallnio, ¢ MPOBEACHUEM
OIICHKM JIAOOPATOPHBIX ITApaMETPOB.

B ximmaMyeckom uccienoBanun SPRINT 0bw10 110-
Ka3aHo, YTO paHHee Ha3HAYCHME TeHO3aMeCTUTEIbHOMN
TepaItnuy, Ha Tare 10 Pa3BUTUS CUMIITOMOB MMEeT JT0Ka-
3aHHBIC TIPEUMYIIIECTBA B OTHOIIICHUHY TOCTYDKCHUS TTaLIM-
€HTaMU IBUTATEJIbHBIX (DYHKIINA B COOTBETCTBUM C BO3-
pactTHeIMU HopMamu [31, 32]. Kpome Toro, Ha3HaueHMe
T€HO3aMEeCTUTENIbHON Tepanmuu y maunueHToB co CMA
0oJiee paHHETO BO3PacTa MOXET CHU3UTh PMCK BO3HUKHO-
BEHUSI HeXXeIaTeIbHBIX siBIeHUA. [10000HbINM BEIBOI MOX-
HO cIlejlaTh 1 Ha OCHOBAaHMM PE3YJIBTaTOB KIIMHNYECKOTO
nccaenoBannst START, B KoropoM mpruMeHeHMe TIperapa-
Ta OBUIO U3y4eHO y mauueHToB co CMA 1-T0 THIa B BO3-
pacte no 8 mec. IlomydeHHBIC MTaHHBIE TOBOPSIT O TOM,
YTO TTOBBIIIICHUE YPOBHS (DEPMEHTOB IIEYCHU HE TOCTUTA-
JIO TSDKEJION CTeIIeH! 1 He TPeOOBaIO IPUMEHEHHSI BBICO-
KHX 03 KOpTUKOcTepouioB [ 14]. B Haleit koropre TOJb-
Ko 3 meTeidt moayunam WHGY3UIO OHACEeMHOTEH
abermapBOBeKOM B BO3pacTe IO 8§ MeC, OOUH M3 KOTOPHIX
paHee ToJIyJajl pUCIUATIIAM, IPYTOM MTAIIueHT — HyCUHEP-
ceH. Y Bcex 3 ManMeHTOB HE OTMEYAJIOCh IMOBHIIICHUS
YpOBHS (PepPMEHTOB TIeUeHU 00JIee YeM B 2 pasa, yBeJImJue-
HHE T03b KOPTUKOCTEPOUIOB HE TOTPEOOBATIOCH HUKOMY
13 TTALIMEHTOB, CPEIHSIS IIPOIOJDKUTEILHOCTD IIPUMEHEHUST
KOPTUKOCTEPOUIIOB y MMAlIMEHTOB HaHHOW BO3PAaCTHOM
rpymmsl coctaBmia 2,0—2,5 Mec.

B peanpHOI KIMHWYECKON MpaKTUKE ITPpUMEHCHUE
OHaceMHOTeH abemnapBoBeka y neteit co CMA 6oee ctap-
1ero Bo3pacra u y mereir co CMA ¢ TIpeaIecTBYIOIIM
MIPpUMEHEHNEM IPYToil IMMaTOTeHeTUISCKOM Teparmmul Co-
TIPSDKEHO B PsIIe CIydaeB C pa3BUTHEM 0o0Jiee YacThIX He-
JKeJIaTeIbHBIX SIBJICHHI, COIIPOBOXIAIOIINXCS TUTIEpdhep-
MEHTEeMHUEN M TenaToTOKCMYHOCThIo [17, 18, 27]. OnbIT
HaIleTo LIEHTpa TaKKe MOKa3bIBaeT TCHICHIINIO K ITOBBI-
HICHUIO YPOBHS IIEUCHOYHBIX (PEPMEHTOB Y 3TOM KaTeTOPUI
MMaIleHTOB, HO OOJBIIMHCTBO M3 YKa3aHHBIX JJa00paTop-
HBIX U3MEHEHMUI, KaK paHee ObUIO OTMEUEHO, HEe COIpO-
BOXIAINCH KIIMHUYECKUMU TTPOSIBICHUSIMA. Y TSKEITBIX
MMaIIeHTOB — HOCUTEJIeH XpOHNIECKOI MH(MEKIINT, M-
IOIINX TPAXEOCTOMY, TACTPOCTOMY M MICXOTHO HU3KUI TBH-
TaTeJIbHBIN CTaTyC, — Jalie (DMKCUPYIOTCs HeXXeJlaTeIbHBIC
SIBJICHUSI, KaK KIIMHUYECKHE, TaK 1 JJaOOpaTopHbIEe, HO P
5TOM Y HUX MOXET OTMEUaThCs YIyIIIeHUE TBUTaTeIbHO-
ro craryca. [lepron HaGMIOAEHNS 32 STUMM TTallUEHTAMU
Ha TaHHBIA MOMEHT HeOOJIBIIIOI, COOTHOIIIEHE PHCKa
U TIOJIb3BI TIPUMEHEHUS TeHO3aMEeCTUTEIFHOM TepaIu
Yy NaHHOW KaTeropuu MaldeHTOB TPEOYEeT AaJbHEMIIETrO
HaOJIIONCHNS C TTOCTICIYIONIEH OIIEHKOM 11eIeCO000pa3HOCTH
IIPOBEICHUS JAaHHOTO BUIA TEPAITHH.

OnHO3HAYHBIX TIPETUKTOPOB Pa3BUTHS 3HAYMMBIX HE-
JKeJIaTeJIbHBIX SIBJICHUI TTOCIe TIPUMEHEHUS TeHO3aMeCTH -
TeJIbHOM Tepaluy OIPeaeIuTh Ha JaHHOM 3Talle He yaa-
eTCs. DTU BOIIPOCH TPEOYIOT TaTbHEHIIIETO N3YICHUS.

TakuM 00pa3oM, Ha CErOTHSILIHUIA JEHb MOSIBJISIETCS BCE
0O0JIbIIIe TAHHBIX, TTOTYYeHHBIX KaK B paMKaX KITMHIIECKIX
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WCCIECI0BAHMUI, TaK U B P€AJIbHOI KIIMHUYECKON IMMPaKTH-
Ke, TOBOPSIINX O IINTEIbHOI 3(h(PeKTUBHOCTH 1 Oe3011ac-
HOCTH OJIHOKPATHO MPUMEHSIEMOI r€eHO3aMeCTUTETbHOMN
Tepanuy y MauueHTOB ¢ pa3nnyHbiMu Tutamu CMA [33,
34], 9TO OBUIO MONTBEPXICHO M B XOJIE HAIINX HAOJIIO-

OEeHUMN.

3akntoyeHue

ITponeMoHcTpUpoBaHbl 3(PpPEKTUBHOCTL 1 Ge30mac-
HOCTb TPMMEHEHMST OHACEMHOTEH aberapBOBEKa B YCJIO-
BUSX peaIbHOW KIIMHUYECKON MPAKTUKNA NPU TePAITUN
CMA qu1st ieTeii B pa3HbIX BO3PACTHBIX IPYIITAX ¢ MAaCCOM
Tella He 6osiee 21 KT
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HeitpothuGpomatosbl — rpynna HacneacTBeHHbIX 3a60NeBaHMIi, KOTOPbIE XapaKTEPU3YIOTCA Pa3BUTUEM OMYXONei LEHT-
panbHoii 1 nepucepuyeckoit HepeHoil cuctembl. Bknioyatot 3 Hozonoruu: Helipodubpomaros I Tuna, HelipodubpomaTos
IT Tvna u weaHHOMaro3. 3T 3a60NeBaHUA OTANYAIOTCA AMHAMUYECKUM Pa3BUTUEM U UMEIOT CXOXUE KNUHUYECKUE NpO-
ABJIEHUS, YTO OCNIOXHAET MOCTAaHOBKY KIMHWYECKOTO AMarHo3a, 0COBEHHO Ha 3Tane KAWHW4Yeckoro AebioTa. B To xe
BpEMs NMOABNEHWUE HOBbIX METOAOB NAaTOreHETUYECKOM Tepanum 1 BbICOKWIA pUCK nepeaayn 3a6onesaHus noTomMcTBy 00-
YCNOBNMBAIOT HEOOXOAMMOCTb paHHel AnMarHocTuku. OfHUM U3 METOL0B MOATBEPKAEHUA NMPEANnoNaraeMoro AuarHosa
ABNAETCA MONEKYNAPHO-TreHeTUYecKoe TecTupoBaHue. B faHHOM cTaTbe NpuBefeH aHanus AaHHbLIX MTepaTypbl, NOCBSA-
LeHHbIX 0COBEHHOCTAM KIMHUYECKOTO TeUEHUA HeHPOhUOPOMATO30B, akTyasbHbIE AUATHOCTUYECKME KPUTEPUY, @ TaKXKe
NoKa3aHWs K NPOBEAEHNIO MONEKYNAPHO-TEHETUYECKO ANArHOCTUKM.
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Neurofibromatoses are a group of genetic disorders with predisposing for central and peripheral nervous system tumor
development. The group includes three entities: neurofibromatosis type I, neurofibromatosis type II and schwannoma-
tosis, which are characterized by gradual phenotype development and have a partially overlapping spectrum of mani-
festations, which complicates diagnosis establishing, especially at the stage of clinical onset. At the same time,
the emergence of new pathogenetic therapy and the high risk of transmission to descendants actualize the necessity
of early diagnosis. DNA tests allow us to reliably confirm the presumed diagnosis. This article presents a review of neuro-
fibromatoses, their clinical features and courses, modern diagnostic criteria and indications for DNA tests.
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BeepeHune

Heiipodubpomarossr (HP) — rpymma HacieacTBeH-
HBIX 3a00JIeBaHMI, XapaKTePU3YIOIIUXCS TOSBIICHUEM
MHOXECTBEHHBIX JOOPOKAYECTBEHHBIX M PEXe 37I0KAYECT-
BEHHBIX OITyXOJICH IICHTPAIBHOM 1 TTeprdepruIecKoil HepB-
HOI cucTeMBbl. B HacTosIee BpeMs Tpymiia BKIIoYaeT 3
Ho3oyorun: Heiipopudpomaros I tuma (HD 1), Heiipodu-
o6pomato3 II Tuma (H® II) u mmBanromato3 (LLIBMT) [1].

HeitpodnbpomaTo3sl oTHOCITCS K (pakomarosam,
WX HEHPOKOXHBIM CUHIPOMAaM, TaK KaK OOJIBIIMHCTBO
KJIMHWYECKNX TPOSIBIICHUI 3aTparnBaioT TKaHW HEMpo-
SKTOAEPMAIBHOTO IIPOUCXOXICHUS [2].

Bce H® saBistioTcst ayTocOMHO-TOMMHAHTHBIMU 3200-
JIEBAaHUSIMU C TIOJTHOM TIEHETPAHTHOCTHIO, STHOJIOTMIECKIAM
¢akTOpOM pa3BUTHS KOTOPBIX BEICTYIAIOT MYTallMH B ac-
COLIMMPOBAHHBIX TeHaX-OHKOCymnpeccopax. KazyaapHas
MyTaIus, IPUBOASIIIAS K pa3BUTHIO 3a00JIeBaHNSI, MOXET
Kak OBITh YHACJeA0BaHA OT OMHOIO M3 POIUTENICH, TaK
U SIBJISIThCA CIIOpagmieckoit (de novo) [1, 3]. B cBoto ode-
penb, de novo MyTalluM MOTYT BO3HHMKATh B IIpOlIecce
SMOpHOTeHe3a, IMPUBOAS K COCYIIECTBOBAHUIO B OTHOM
opraHusMe 2 TeHETUIECCKHU PA3INIHBIX KIIETOUHBIX TTOITy-
sy, [lanHoe SIBIIeHME TTOIYIWIO Ha3BaHWe COMaTHYe-
ckoro mo3zauiuusma [4]. JIag mauueHToB ¢ MO3audHbIM
¢eHOTUIIOM XapaKTepHO OoJiee MATKOE TeUeHUe 3a00IIe-
BaHUS. B psme caygaeB MOTYT OTCYTCTBOBATh OOJIMTAaTHBIC
KIIMHAYECKHE TIPU3HAKH, UYTO 3aTPYIHSIET CBOEBPEMEHHYIO
IMOCTaHOBKY IMarHosa [5, 6].

Ha rpoTsokeHnm IINTeTbHOTO BpeMEHM TUAarHOCTUKA
H® ocHoBEBIBaJIaCch IPEUMYIIIECTBEHHO Ha OLIEHKE (PeHO-
THTIIA TTAIIMEeHTa, OTHAKO MIOCTEIIEHHOE pa3BUTHE 3a00J1eBa-
HUS ¥ YaCTUIHO TIePEKPHIBAIOIINIACS CITEKTP KIIMHITIECKIX
MPOSIBJACHUN 3aTPyAHSIOT NUdGEPEHIINATBHYO TUarHO-
ctuky H®, 0co6eHHO B MOMEHT KJIMHUYECKOTO Ie010Ta.
CoBpeMeHHBIE IPEACTABICHNUS O KIMHUTYECKOM 1 TeHETH-
YeCKOM pa3HOOOpa3ny JaHHOM TPYITITEI HO30JIOTHI TejIa-
0T HepeJIeBaHTHBIM MCIIOJIb30BaHNE MTaHHOTO ITOIX01a
B Ka4eCTBE OCHOBHOTO JMATrHOCTUICCKOTO MHCTPYMEHTA.
OOHOBJICHHBIC TUATHOCTUYECKIEC KPUTEPHUH TTOCICTHIX
JIET OIMPAIOTCSI B paBHOI CTEIIeHU Ha (DEHOTHII IalleHTa
W pe3yJIbTaThl MOJIEKYJISIPHO-TEHETUIECKOTO TeCTHPOBA-
Hus [7].

Pannss nmarsoctuka H® 1103B0IsIET CBOEBpEMEHHO
WHUIIMAPOBATh TEPAITHIO, TIPEIOTBPATUB Pa3BUTHE TSKE-
JIOTO HEBPOJIOTMYECKOTO NAe(UIINTA, W TIOTOMY SBIISICTCS
aKTyaJbHOM 3amadeii Jedamiero Bpaya [8, 9].

Heitpodpubpomaros I Tuna

Kmunnueckass kaptuna. H® [ (paHee u3BecTHBIN
Kak niepudepruiecKuii) — OIHO U3 HauboJIee 4acTo BCTpe-
YAIOUIMXCS TEHETUIEeCKUX 3a00JIeBaHUIA, €r0 pacipocTpa-

HeHHOCTh cocTaBisgeT 1/3000—4000 gemoBexk (OMIM:
162200) [10]. K o6nuratHbiM npusHakam H® 1 otHocsT
MHOXECTBEHHBIC HelipodrOpoMBI, y3eaku JIuia, rumep-
MUTMEHTHBIE MITHA Ha KOXe 1[BeTa KO(he C MOJIOKOM, BEC-
HYIIKY B IIOAMBIIIIEYHBIX BIIAAMHAX W TAXOBBIX CKJIAIKaAX
(cumrrom Kpoysa) [10, 11]. Takske my1st TaliieHTOB XapakK-
TepHBI AHOMAJIMU Pa3BUTHS KOCTHOM TKAHW: BaJIbI'yCHBIC
CTOIIBI, (pOPMUPOBAHNE JIOKHBIX CYCTaABOB, UCKPUBJICHUE
IUTMHHBIX KOCTEH, CKOJINO3, TUCIIA3MUsI CKYJIOBOM KOCTH,
Makpouedanus [12, 13]. 3aboneBaHne OTIUYAETCS BBICO-
KOIl BapmabebHOCThIO KIMHUYECKON KapTUHBI: KOM-
ouHaLMs QEHOTUITMIECKUX TPOSIBJICHUI M CTEIIEHb MX
BBIPAXKEHHOCTH MOTYT 3HAUWUTEIHLHO pa3iMJaThbCs KakK
B OOIIelt MOMyasIuny OOJTbHBIX, TAK M MEXIY WICHAMU
oxHoit cembu [10].

OcHoBHoi1 T orryxoiu ipu HO I — Helipopubpoma,
MIPEACTaBIISIONIAs COO0M KOHTIOMEpaT 13 MTBAHHOBCKUX
KJIeTOK, (prOpo01acCTOB, TYUHBIX U IEPUHEBPAJIbHBIX KJIE-
TOK. JlaHHas OMyXOJIb SIBJISIETCS YETKO OrpaHMICHHBIM
HEMHKAIICYJIMPOBAaHHBIM HOBOOOPA30BaHKUEM C JIOKATH3a-
Mei B IepMe WITA TIOTKOKHO-KMPOBOI KJIeTYaTKe 1 00J1a-
JIaeT HU3KMM ITOTCHIIMAJIOM K 3JI0Ka4eCTBEHHOI TpaHC-
dopmaumu [14].

¥ 30 % nauyeHTOB pa3BUBaETCs Crieln(pUIeCKMil TUIL
HelipoudbpoM — rieKcudopMHbIe HePOoDUOPOMBI, Xa-
paKTepHU3yIoIInecs OBICTPHIM HHMDMIETPUPYIOITUM POCTOM
Y IIPOTPECCUPYIOLIMM HEBPOIOTUUeCKUM Aeduimrom [15].
B pesynbraTe mopaxkeHUs OITyXOJIbIO KPYITHBIX HEPBHBIX
CTBOJIOB Y MAIIEHTOB HEPEIKO HAOIIoHaeTCs TsoKeIas He-
BpoJTOTYecKast cuMIIToMatrka (puc. la, 6). [lnekcudopm-
HBbIe HeMpODUOPOMBI CKIIOHHBI K MAJIATHU3ALIMH U TPEOy-
JOT ITOCTOSTHHOTO HaboaeHus [16].

Taxke y TMaliMeHTOB HAOIMIOMAIOTCSA OPYTHE OIYXOJIH
LEHTPAJbHOM HEPBHOM CUCTEMBI: TIIMOMBI 3PUTEIBHBIX
HEPBOB, SIICHINMOMBI, MCHUHTHOMBI, aCTPOIITUTOMBI, HE-
BPUHOMBI 1 Helipoduopomsl (puc. 19, e) [17].

Heiipopnbdbpomarto3s I THa — KIMHUYECKU reTepPOreH-
Hoe 3a00JIeBaHIEe, KOTOPOE HEPEIKO COIETACTCS C BACKY-
JonatusiMu (00JIe3Hb MOMS-MOIsI), ¢ 3a00JIEBAaHUSIMU,
CBSI3aHHBIMU C HApYIIICHUEM Pa3BUTHUS HEPBHOI CHCTEMBI
(paccTpoiicTBa ayTHCTUYECKOTO CITIEKTpa, CHHAPOM Jedu-
[IMTa BHUMAHUS U TUTIEPAKTUBHOCTH ), KAPAMOMUOIIATH -
amu, sttenicueit [18—21]. Onucansl cnydan H® 1 ¢ ¢e-
HOTUNWYECKMMU IIpr3HaKamu cuHapoma Hyran (OMIM:
601321), BKII0YAsT HU3KUIA POCT, I1TO3, TUITOILIA3MUIO CPE/i-
HElt 30HBI JINIIA, TIePEeTIOHYATYIO IS0 U MBIIICYHYIO CJa-
6ocTh (puc. 1s, 2) [22].

OTHOJOTHA. DTHOJIOTUIECKUM (DaKTOPOM Pa3BUTHS
H® I BeicTynaeT nmaToreHHass MyTauus B reHe NF1, pac-
MOJIOKEHHOM Ha IJIMHHOM 1uieue 17-i xpomocoMbl. B mo-
JIOBUHE ClIydaeB 3a00JeBaHUE SIBISCTCS CICICTBUEM
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Puc. 1. Kwunuueckue nposenenus uetipogpubpomamosa I muna (H® 1):
a, 6 — naexcughopmmvle Heiipogudpomol; 8, 2 — peberok ¢ gheromunom HO I —
Hynan; 0, e — 2auoma cmeoaa mosea. Hemounux — cobcmeenHvle HaOA0-
OeHus

Fig. 1. Clinical manifestations of neurofibromatosis type I: a, 6 — plexiform
neurofibromas, 6, e — a child with the neurofibromatosis — Noonan syndrome;
0, e — brain stem glioma. Own observations

MyTtanuu de novo. COOTHOIIIEHNE TOYKOBBIX MyTaIuii (01I-
HOHYKJICOTHUAHBIX 3aM€H) U IPOTSKEHHBIX AeJIeLUiA Y Ia-
mueHToB ¢ H® I cocrasnger ~9:1 [23].

Moszanunsie popmbl H® I cocrasistior ~5—10 % Bcex
ciydaes [24].

Kimnuko-reHeTnueckne Koppeasnouu. 3abojieBaHUE
XapaKTePU3YeTCsl BBICOKOM KJIMHUYECKOW reTepOreHHO-
CTbIO Y OTCYTCTBUEM YETKUX KOPPEISALMIA MEXIy TUIIOM
MyTalMU ¥ (PeHOTUNMMYECKUMU TIPOSIBICHUSIMU, OJHAKO
CYLUECTBYIOT MCKJTIOYEHHSI.

Kak mpaBujio, y HalMeHTOB ¢ MPOTSKEHHBIMU eI~
LMSIMM Yalile HabmonaoTes (aluaabHast UCILIa3Us, 3a-
JepxkKKa ICUXOPEYEBOro U IMCUXOMOTOPHOTO Pa3BUTHS,
ieKcuopMHbBIe HEMpohUOpOMEI [25].

MucceHc-MyTaLMy B LIUCTEUH-CEPUH-00raToM A0Me-
He reHa NF1 (Leu844, Cys845, Ala846, Leu847, Gly848)
TaKKe aCCOLIMUPOBAHDI C TSKEJIBIM TeYEHUEM 3a00/IeBaHUSI:

KPYITHBIMH TDTEKCUMOPMHBIMI HeHpohnOpOMaMU 1 CIMITTO-
MaTHUYECKMMH CITMHAIBHBIMU Helipodrdpomamu [26].

IIpu muccenc-myraumsax p.Argl809 u p.Met922del
HaOmoaaloTCd MATKIE (PeHOTUTIBI 03 HeiiporuopoOM WiTn
WHBIX HOBOOOpa30BaHUH (MCKITIOYNTEIFHO KOKHAS CHMII-
TOMAaTHKa — IISITHA «KO(e ¢ MOJIOKOM» M BECHYIIKH) [27].

ITpu comarmaeckoM mozantimame H® I moxxeT nmeTh
opMy cerMeHTapHOIO MOpaxkeHUs (T. €. BCE CMMITTOMBI
JIOKAJIM30BaHBI B IIpeIeiax OMHOTO aHATOMUYECKOTO CeT-
MeHTa). PaHee Takme (peHOTHUITBI KITacCH(ULIMPOBATIICH KaK
otaenbHbI TUIT HO («cermenTapHbIili HO», «<HD V THIIA»)
[6]. OnucaHbl cilydyad COMAaTHYECKOTO MO3aulu3Ma P
H® I, mpr KOTOPBHIX OTCYTCTBOBAIN KOXHBIC CUMIITOMBI
(TaTHA «KOhe C MOJIOKOM» M BECHYIITKH), a TAKXKe KITMHM-
YyecKue BapraHThI 6e3 OAKOXHBIX Helipoduropom [28].

JInarnocTaeckue Kpurepun. [TepBrie [uarHocTUdIecKiie
KpUTepHH ObLTH pa3padboTaHbl HalmmoHaIBHBIM MHCTUTYTOM
3npaBooxpaHeHust CIIIA (NIH) B 1987 . [29]. B cootBert-
ctBuM ¢ HUMH nuarao3 H® I Mor OBITh BEICTaBJICH TAlIM-
SHTY NpY HAJTMINU 2 KIMHAYECKUX IPU3HAKOB U3 IIECTU
WIN TIpY Hamduu | TIpr3HaKa ¥ CeMEHOro aHaMHe3a.
ITepecmotp KputepueB cocTosics B 2021 ., oOHOBIIEHHAs
BepCHSI TTO3BOJISIET ITOCTABUTh TWATHO3 MPY HAIMYHNH Te-
TEPO3UTOTHOTO MATOreHHOTO BapuaHTa B NFI COBMECTHO
¢ | KTMHNYIEeCKUM TIPOSIBIICHNEM MJIN HAJTMINEM POICTBEH-
auka 1-it muanm ¢ HO I (tabm. 1) [30].

Heitpodubpomaros II Tuna

Kmnnyeckas kapruna. HO I1 (ycrapesiiee Ha3BaHue
«IIEHTPAIBHBIN» ) — 3200JIeBaHIE, aCCOIIMUPOBAHHOE C pPa3-
BUTHEM OMNYXOJIE LEHTPAJIbHOW HEPBHON CHUCTEMBI
(OMIM: 101000). ITaroraHoOMoHMYHEBIH ipr3HaK HD 11 —
OouaTepaibHbIC BeCTUOYIISIpHBIC IIIBAHHOMEBI, Ha0JIf0Ia-
o1cst Y ~90 % nauueHToB (puc. 26). BecTuOyaspHbie
IIBAaHHOMBI — ITOOPOKAYeCTBEHHBIE OITyXOJIM, BO3HUKA-
FOIIMe M3 IMBAHHOBCKUX KJIETOK BECTHUOYIISIPHOM ITOPILINHI
VIII HepBa. KnuHuuyeckasi cCMMOTOMaTuKa, acCOLUMUPO-
BaHHas C TIPOTrpeccreil BeCTUOYISIPHBIX IITBAHHOM, BKITIO-
YaeT TUHHUTYC, YXYIIICHUE CIyXa U pa3BUTHE BECTUOY-
JgpHoi atakenu [31, 32].

Taxxe y nanmentoB ¢ H® Il Hepenko BcTpedaloTcs
HEBECTHOYJISIPHBIC IIIBAHHOMBI, SIICHIUMOMBI 1 MEHWH-
THOMBI (puc. 2a, 6). ACCOLIMIPOBAHHBIC C HUMH KJIIMHUYEC-
K€ TIPOSBIICHUS JeTePMUHUPOBAHBI JIOKATU3aLMEeil HO-
BOOOpAa30BaHUI M PaCIIPOCTPAHEHHOCTHIO OITYXOJIEBOTO
npouecca [31, 33].

[mrepriurMeHTHEIE IISITHA 110 TUITY «KO(he C MOJIOKOM»
BcTpevatorces y 42—47 % nalueHTOB, OMHAKO He SIBJISIOT-
¢ OOJIUTaTHBIM MpU3HaKoM [34].

B cpenHeM KIMHUYECKUWA Oe0I0T MMPOUCXOIUT B 18—
24 roma, a OmatepajJbHbBIC BECTHOYIISIpDHBIC IITBAHHOMBI
pasBuBatorcs K 30 romaM, omHAKO MaHMMECTAIISI MOXET
MPOMCXOAUTh B IIMPOKUX BO3PACTHBIX Ipeaenax (60—
70 met) [35].

Kax mpaBmio, paHHWA KIMHUYECKUN mHeOIOT
(mo 25 mer) accoUMMPOBAH ¢ OoJiee TSOKEJBIM TeYCHUEM
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Taomuua 1. Juaenocmuueckue kpumepuu NIH (1987 2.) u duaenocmuueckue kpumepuu Legius (2021 e.) 0 neiipogubpomamosa I muna

Table 1. NIH diagnostic criteria (1987) and Legius diagnostic criteria (2021) for neurofibromatosis type 1

NIH diagnostic criteria, 1987

Legius diagnostic criteria, 2021

JInarHo3 MOXeT ObITh IIOCTABJIEH NMPY HaIu4uu 2 mpu- A. J171s1 naliMeHToB 0e3 ceMeMHOM UCTOPUHU TUarHO3 MOXET OBITh MO-

3HAKOB U3 CJIEAYIOIINX:
* 6 wm GoJIee MATEH I10 TUITY «KO(De C MOIOKOM»
>5 MM B npenyoepTaTe 1 >15 MM mocie rmyoeprara;
* BECHYIIKY B MOAMBIIICYHOM MU ITAXOBOM 001aCTH;
* 2 unu 6oJee HeMpohUOPOMBI JIt0OOro THMa uiau 1
riekcugopmHasi Heiipouopoma;
* JIMOMA 3PUTEILHOTO HEPBA;
* 2 unu 6oJee y3enka JIuiia;
* XapaKTepHOe MopakeHne KOCTel (KITMHOBUIHAS
NUCIUTIa3Usl, WIM IICEBI0APTPO3);
* pOICTBEHHUK 1-ro mopsinka ¢ HO I
The diagnosis can be established if there are two signs of the
following:
« six or more café-au-lait macules over 5 mm in prepubertal
individuals and over 15 mm in postpubertal individuals;
freckling in the axillary or inguinal regions;

CTaBJICH NIPY HAJTMYIHUK 2 TIPU3HAKOB U3 CIICAYIOIINX:

* 6 wu OoJIee MATEH I10 TUITY «KO(e C MOJIOKOM» >5 MM B IIperry6ep-
TaTe U >15 MM Mocie rmybeprara;

* BECHYIIKW B TIOAMBIIIEYHOW WJIA TTAXOBOU 00JIaCTH;

2 nnu 6osee HelipouOPOMBI J1I0O0To THMa UK 1 TuieKcudopMHast

HelipoguodpoMma;

IJIMOMa 3PUTEILHOTO HEPBa;

2 wim 6osnee y3enka Juia win 2 uiay 6oJjiee aHOMaJauu XOPUOUJICH;

XapaKTepHOe TTopaXeHne KOCTel (KIIMHOBUIHAS UCTUIA3HS

WM TICeBI0ApTPO3);

TeTePO3UTOTHBIN MATOreHHbIN BapuaHT B reHe NF1.

. JIJ1s maneHToB ¢ CeMEeHOM NCTOPHEl TOCTATOYHO JUIIb OTHOTO

IIpU3HaKa U3 IIEPECUYMCICHHBIX BbIIIEC

In patients with a negative family history the diagnosis can be established if
there are two signs of the following:

six or more cafe-au-lait macules over 5 mm in prepubertal individuals and

two or more neurofibromas of any type or one plexiform
neurofibroma;

optic pathway glioma;

two or more iris Lisch nodules;

a distinctive osseous lesion (sphenoid dysplasia or
pseudarthrosis);

a first-degree relative with neurofibromatosis type I

o]

over 15 mm in postpubertal individuals;

freckling in the axillary or inguinal regions;

two or more neurofibromas of any type or one plexiform neurofibroma;
optic pathway glioma;

two or more iris Lisch nodules or two or more choroidal abnormalities;
a distinctive osseous lesion (sphenoid dysplasia or pseudarthrosis);
heterozygous pathogenic mutation in NF1.

. In patients with a positive family history the diagnosis can be established

if there is only one of the signs listed above

Puc. 2. Kwunuueckue nposienenus neiipogpuopomamosa Il muna u weanno-
Mmamosa: a, 6 — NoOK0JICHble WBAHHOMbL Y NAUUEHMA C HeUpopUOPOMamo3om
Il muna; 6 — 6usamepanvhvle secmubyaspHble WEAHHOMbL Y NAUUEHMA
¢ Hetipoubpomamoszom I muna; e — KoHer0MepaAM WBAHHOM Y NAYUEHMA
co weanHomamosom. Hcmounux — cobcmeennbie HAONI00eHUs

Fig. 2. Clinical manifestations of neurofibromatosis type II and
schwannomatosis: a, 6 — subcutaneous schwannomas in a patient with
neurofibromatosis type I1; 6 — bilateral vestibular schwannomas in a patient
with neurofibromatosis type I1; ¢ — a conglomerate of schwannomas in a pa-
tient with schwannomatosis. Own observations

3a00JIeBaHUS: PACTIPOCTPAHEHHBIM KIIMHINYECKUM THUIIOM
¥ BBICOKOI CKOPOCTBIO pOCTa OITyxojiei (Tum Buimapr).
Jlns1 maimeHToB ¢ 00Jiee MO3MHMM KIMHUYECKUM 1€010TOM
(Tmocite 25 neT) mporHo3 6osee 6aronpusATHBIN (THI [ap-
nHep) [36].

Otnojorua. Pazsutue H® I1 o6ycioBieHo maToreH-
HOI1 MyTamueii B reHe NF2, pacmoIokeHHOM Ha JUTMHHOM
TIede XpOMOCOMBI 22.

3abosieBaHIEe XapaKTepH3yeTCsl BRICOKOU IPeICTaB-
JICHHOCTBIO COMaTUYeCKOTo Mo3aumnu3Ma. Pacrpocrtpa-
HEHHOCTHh MO3aWYHBIX (POPM BapbUPYeET, IO JTAHHBIM pa3-
HBIX KCClleqoBaresei, B peaenax 22,0—59,7 % [5].

KinHuko-reHeTHYecKue Koppeasinud. Y TalUMeHTOB
¢ Mo3anuHoit popmoiit HD 11 BectubynsgpHas mBaHHOMA
MOXET OBITh YHUJIATePAJbHOI, TaKKe peke BCTPEIAIOTCS
CIMHAJIbHBIC MEHMHTUOMBI U CIIMHAJIbHBIC ITBAHHOMEI,
MpakTUYECKU He BCTpeuyaeTcs KaTapakTa [5].

B 1996 . 6bUTO BBIABMHYTO MPEAITOIOXKEHE 00 acco-
UAIMY HOHCEHC-MYTAIIUiA ¥ MyTaIluii CO CIBUTOM PaMKHU
CUUTBHIBAHUS C PACIIPOCTPAHEHHBIM KIIMHUIECKAM TUIIOM,
0oJiee BHICOKOM CKOPOCTBIO POCTA OMYXOJIeil U MEHbIIEH
MPOIOKUTENIBHOCTBIO XXK13HM y nauueHToB ¢ HO 11, uyro
TTOJIOXKMJIO HAYaJIO CEPUH MCCIICIOBAHUI, TIOCBSAIIEHHBIX
TMOMCKY KJIMHUKO-TeHETUUEeCKUX Koppesuii [37].

B 2017 r. 6bI1a TIpeAIosKeHa TPOTHOCTUYECKas 1IKaia
Tskecty TedeHnst H® 11 Ha ocHOBaHMM THITa MyTalluy
(tadm. 2) [38]. CornmacHo maHHOM IIKajie, Hanboee OJa-
TOTIPUSATHBIM SIBJISIETCS IIPOTHO3 [IST MALIMEHTOB C COMa-
THUYECKAM MO3aUIIN3MOM, Y KOTOPHIX HE YIACTCS BBISIBUTh
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Taomuua 2. [Ipeduxmuenas Manvecmepckas wikana, onucbieaouas cesa3b muna namoeennoi mymauuu ¢ NF2 ¢ msacecmoio meuenus 3abonesanus (2017 2.)

Table 2. The predictive Manchester scale which describes the relationship between the type of pathogenic mutation in NF2 and the disease severity score (2017)

~N
-—
=
o
(=

DNA test results

Clinical characteristics

TlaToreHHast MyTalysi OTCYTCTBYET B KPOBH, HE BBISIBIICHO 2 OMMHAKOBBIX MYyTaIIAI

B 2 pPa3HBIX OITYXOJISIX

No pathogenic mutation in blood, not confirmed molecularly with identical NF2 mutations detected
in two separate tissue samples

[Ipenmomaraembrii coMaTH-
1A YeCKUIA MO3aUIIU3M
Presumed somatic mosaicism

IlaToreHHast MyTaluda OTCYTCTBYET B KPOBU, OTHAKO BbISABJICHBI 2 OJIMHaKOBBIE MyTanuun

TToaTBepXXIeHHbIN coOMaTU-
1B YeCKMI MO3auLIu3M
Confirmed somatic mosaicism

B 2 pa3HBIX OITyXOJISIX

No pathogenic mutation in blood, confirmed molecularly with identical NF2 mutations detected
in two separate tissue samples

* UHcepiiuu u aenenuu 6e3 capura paMku cuuTbiBanus (EP u MO3)

* Muccenc-myrauuu (FCEP u MO3)

* HoHceHc-myTalmy, MHCEPLMK U AETELUU CO CABUTOM PAMKYU CYMTHIBAHUS
B 1-M 3k30He (TEP 1 MO3)

* Myranuu crinaiicuara B 8—15-m ak3one (TEP u MO3)

Myraiuu crutaiicunra B 1—7-M sk3one (MO3)
HoHceHnc-myTanmm, WHCEpWY U IEJIEIIAH CO CIIBUTOM PAMKU CUUTHIBAHUST

B 14—15-m sk30He (MO3)

Jlerkuii Tun
2A Mild subtype

IIpoTsskeHHBIE AeIeH, 3aXBaThIBaloIIMe MpoMoTop v 1-ii 5k30H (FTEP 1 MO3)
[poTtsxeHHBIE Nenenuu, He 3aXBaThIBaloLIMe MPOMOTOp Wi 1-ii 3k30H (MO3)
Non-frameshift indels (GER and MOS)

Missense mutations (GER and MOS)

Nonsense mutations, frameshift indels in exon 1 (GER and MOS)

Splicing mutations in exons 8—15 (GER and MOS)

Splicing mutations in exons 1—7 (MOS)

Nonsense mutations, frameshift indels in exons 14—15 (MOS)

Microdeletions including the promoter or exon 1 (GER and MOS)

Microdeletions not including the promoter or exon 1 (MOS)

Myranuu crutaiicunra B 1—7-m sk3oHe (I'EP)
HoHceHc-MyTanuu, MHCEPLIMY U AEJIeLIMU CO CABUTOM PAMKU CUYMTHIBAHUS

B 14—15-m sk30ne (I'EP)

2B CpenHuit THIT
Moderate subtype

HoHceHc-myTanym, MHCEpLUUU U IIELIUH CO CIIBUTOM PaMKU CUYUTBHIBAHUST

BO 2—13-M 3k30He (MO3)

[IpoTrsckeHHBIE Aeaennu, He 3aXBaThIBalolKe MpoMoTop win 1-it ak3oH ('EP)
Splicing mutations in exons 1—7 (GER)

* Nonsense mutations, frameshift indels in exons 14—15 (GER)
» Nonsense mutations, frameshift indels in exons 2—13 (MOS)
* Microdeletions not including the promoter or exon 1 (GER)

3 Tsoxenbiii T
Severe subtype

Ilpumeuanue. 'EP — eepmunanvuuiii; MO3 — mo3auumbii.
Note. GER — germline; MOS — mosaic.

HoHceHc-MyTalmm, WHCEPIUU U AETEIIMH CO CIBUTOM PAMKH CIYMTBIBAHHSI
BO 2—13-M 3k30He ('EP)

Nonsense mutations, frameshift indels in exons 2—13 (GER)

MYyTalMIO B KJIETKAaX KPOBU, a HauboJee TsKeoe Tede-
HUE XapaKTePHO ISl TAlIMEHTOB C HOHCEHC-MYTallASIMU,
WHCEPLUUSIMHI WX AeJIeUusIMU Bo 2—13-M 3K30HE reHa
NF2.

B Hacrosiiiee Bpems BemyTcst UCCIIEIOBAHMST, HATIPaB-
JICHHBIE Ha OTpefesieHre MPOTHOCTUYECKO TOYHOCTHU
JIAHHOTO TIOIXOJa U BO3MOXHOCTH €T0 MCITOJIb30BaHUS
JUTST OTIpeieNIeHUs] TAKTUKY HAOIONCHUST 1 JIEYSHUs Tma-
ureHToB [39].

Juarnoctuyeckue kpurepun. B nuarnoctrike H® 11 ti-
1a TPUMEHSIIOT 2 TPYTIIBI KIMHUYECKUX KPUTEPUEB: KPU-
tepun Baser (2011 1) m ManYectepckue (IepecMoTp
2015 ) [34, 40].

Kputepuu Baser ocHOBaHBI Ha OajlsIbHOW CHUCTEME:
MPU HATUYIUY (PEHOTUTTNYECKOTO IIPU3HAKA HAYUCIISIETCSI
orpeneeHHoe Konm4ecTBo 6aoB. [1pu cymme 6 GaioB
JIVarHO3 CYMTAETCS «HECOMHEHHBIM», IpU 4—5 — «Bepo-
SITHBIM» (TaOII. 3).

MaHuecTepckre TUarHocTUYeCKre KpUTepur O3B0~
JISTIOT TTIOCTaBUTh KIIMHUYECKUI TUATHO3 TIPY COOTBETCTBUY
(beHoTumna manyeHTa onpeaeIeHHOMY HAOOpY KITMHUYEC-
KUX TIPU3HAKOB (Tab11. 4).

HecMoTpst Ha TO, YTO KTMHUYECKUE KPUTEPUN UTPAIOT
3HAYUTENIbHYIO pojib B uarHoctrke H® I, ux uyBcTBU-
TEJIbHOCTD U CMIEIM(DUIHOCTD HE SIBJISTIOTCS aDCOTIOTHBIMMU.
B psine ciygaeB He ynaetcst ipoBecTy mudbepeHInaTbHYIO
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Tadmuua 3. Juaenocmuueckue kpumepuu Baser (2011 e.). I[Ipu cymme Taomua 4. Manuecmepckue duaznocmuyeckue Kpumepuu 045 Heupo-

6 601106 OUG2HO3 CHUMACMCS <HECOMHEHHbIM» , NPU CyMMe 04108 4—5 — gubpomamosa Il muna (2016 2.) u pexomendayuu Evans k nposedenuio
«BEPOSMHBIM» MonekyaapHo-eeHemuteckoeo uccredosanus (2019 e.). Auaenoz cmagumes
Table 3. Baser diagnostic criteria (2011) for neurofibromatosis type I1. npU COOMEEMCMEUY (HeHOMUNA nayuenma 00Ol U3 epynn KAUHUHECKUx

A total of 6 points makes the diagnosis “definite”, while a total of 4—5 npusHakos

makes it “possible” Table 4. Manchester diagnostic criteria (2016) and Evans recommendations

Jor molecular genetic testing (2019) for neurofibromatosis type I1. The diag-
nosis is made when the patient’s phenotype matches one of the groups
of clinical features

Manchester diagnostic criteria, 2016

A. bunarepanpHas BIII.

B. PonctBeHHUK -1 nuHuu ¢ HeitpodudpomaToszom I Tumna
u yHunarepanbHas BILIL.

C. PonctBeHHUK 1-i1 TuHUM ¢ Heiipoduopomarozom I1 Tuma

Sign Under Over
30 years 30 years

PoncrBeHHUK 1-# TUHUM C HEM-

podudpomarosom Il Tuna 2 2
A first-degree relative with

neurofibromatosis type 11

VYhaunarepanbHast BIL 1 1 wim yHtatepanbHas BIL u 2 mpu3Haka U3 clieIyrommX:
Unilateral VS * MEHUHTUMOMaA,
* KaTapakra;
bunarepanbubie BILT 4 3 . DIMOMa;
Bilateral VS * [IBAHHOMA;

* KaJIbIIU(UKATHI B TOJIOBHOM MO3TE.
D. MHoXecTBeHHbIE MEHUHTUOMBI (2 1 6oJiee) U 2 Mpu3HaKa
U3 CIIEAYIOUINX:

O,Z[Ha MEHHUHIOMa D) 1
One meningioma

JIBe u 6oj1e€e MEHUHTUOMBI ) 1 » yHunarepaibHas BIII;
Two or more meningiomas * KaTapakTa,
* [IMOMA;
IToakoxHast mBaHHOMA 2 1 * IIIBAHHOMA;
Cutaneous schwannoma * KaJIbIIM(hMKAThI B TOJIOBHOM MO3re

A. Bilateral VS.

IIBaHHOMa KpaHMAILHOTO B. A first-degree relative with neurofibromatosis type 11 and unilateral
HepBa (He BIIT) 2 1 VS,

Cranial nerve schwannoma (non-Vs) C. A first-degree relative with neurofibromatosis type I1 or unilateral

VS and two signs of the following:

MoHoHeBponaTus ) | 1 tw
Mononeuropathy * meningioma;
* cataract;
Karapakra ) 0 * glioma;
Cataract * schwannoma;

* brain calcifications.
D. Multiple meningiomas (2 or more) and two signs of the following:
« unilateral VS;

Ilpumeunanue. BIIl — secmubyrapuas wearnHoma.
Note. VS — vestibular schwannoma.
|

¢ cataract;
* glioma;
auarHoctuky Mexay H® 11 u IIBMT, u HauGoJee 1ocTo- * schwannoma; -
BEPHBIM METOJIOM SIBJIAETCH TIPOBEIEHHUE MOJIEKYIISIPHO- * brain calcifications
TeHEeTUYECKOM MMarHOCTUKY [41]. PekomeHnanuu K MpoBeieHUI0 MOJIEKY/ISAPHO-TEHETHYECKOTO

B 2019 r. aBTOp MaHYecTepcKUX AMArHOCTUYECKUX HCCIIC0BAHMS

KPUTEPUEB TaKXKe OXapaKTepU30BaJl CIIOPHBIN (heHOTUT
npu H® 11, npu KoToOpoM MOJIEKYJIApHO-TeHETUIECKHE
HCCIIEIOBAHUS SIBJISIIOTCS. OCHOBHBIM METOJJOM IMAarHOCTU -

* MenuHruomMa uiu mBaHHoMa (He BIII) mo 25 nmet
+ JIBe 1 60J1ee MEHUHTMOMBI WJTU STIEHANMOMBI
* MeHuHTMOMa, KaTapaKTa, IMOMa, IIIBAHHOMA WJTN KaJlb-

KU [42] (cm. Tab. 4). 1MGUKaThH B TOJOBHOM MO3re
* PoncreBennvku 1-it muHmuM ¢ HelipoduopomaTozom I Tuma
WeasHouaros e e e
Kommnnyeckas KapTuHa. WBMT (OMIM: 162091 ’ * Meningioma, cataract, glioma, schwannoma or brain calcifications

615670) — peakoe HacaeACTBEHHOE 3a00JeBaHIE, XapaK- « First-degree relatives with neurofibromatosis type 11

TepU3yHOLLeecs MOSIBICHUEM MHOXKECTBCHHBIX TIePUDEPU-  [Tpumenanue. BIII — secmubyaspras wearHoma.

YECKUX U CIIMHAJIbHBIX IIBAHHOM nepudepuyeckux u,  Note. VS —vestibular schwannoma.

pexe, KpaHUaJIbHBIX HEPBOB, a TAKXKE MEHMHIOM (prC. 2e). i —
Hepenko LIIBMT coryTcTBYeT BBIpaXKeHHBI HEBPOIATH - Bonpuryto yacte onyxosei cOCTaBASIOT IIBAHHOMBI
yeckuii 6oneBoit cuuapoM (70 %), K BO3MOXHEIM TlaTo-  Tmieprdeprdeckux (89 %) u cnimHanbHbIX (74 %) HEPBOB.
busnonornyeckum MexaHu3mMaM GopMUPOBaHMS KOTOpo-  [0pasno pexxe BCTpeyaroTcss MEeHUHTHOMBI (5 %), TUTIOMBI
IO OTHOCST ITOTEPIO HeMUETMHU3UPOBaHHBIX C-BojoKOH, (11 %) u anruonunomsl (3 %) [44, 45].

WUTPAIOIINX BEOYIyI0 PoJjib B (popMuUpoOBaHUM OONEBOI ®enorunmuecku HIBMT Haubonee cxox ¢ HO 11,
yyBCTBUTETBHOCTH [43]. nuddepeHInaNbHasT UarHOCTUKA ¢ KOTOPBIM MHOTIA
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3aTpyAHeHa. JmMreabHOe BpeMsi CUMTaIoCh, UTO OuiaTe-
paJTbHBIE BECTUOY/ISIPHBIE IIIBAHHOMBI HAOTIOMAIOTCS TOJTHKO
mpu HelipopmOpomarose 11 Tima, HO oIpeneeHe TeHOB,
yyactByoIIMX B pa3Butuu LLIBMT, mo3Boauio HE TOJIBKO
YAYYIIUTh TUATHOCTUKY 3a00JIeBaHMsI, HO BITOCJIEACTBUMN
moKasaso, 9ro maiyeHTsl ¢ [IIBMT moryT uMeThb (heHOTHII,
MOJIHOCTBIO MAeHTUYHBIA peHorury HD 11 [46].

PacnipoctpaHeHHOCTb 3a00J1€BaHUs B HOMYJISILIMM OLie-
nuBaetcs kKak 1/40000—70000. Knuauueckast manude-
cTanws 3a00JIeBaHMST TIPOMCXOMNT Ha 2—3-11 IeKae XXI3HU,
OIHAKO OMMCAHHKI CTy4yaun 1 bosiee paHHero nedtota [47, 48].

Oronorus. B HacTosiee Bpemst uieHTUUIIMPOBAHBI
2 reHa, MyTallu¥ B KOTOPBIX IPUBOSIT K PA3BUTHIO IIIBAH-
Homaro3za: SMARCBIw LZRT 1. O6a reHa TOKann30BaHbI HA
JUTMHHOM Tuteue 22-i XpOMOCOMBI, Kak 1 reH NF2 (puc. 3).
B psine ciyyaeB cTpyKTypHBIE HApYIIEHWSI JTUHHOTO TLIEe-
ya 22-1f XpOMOCOMBI 3aXBaThIBAIOT HECKOJIBKO 13 TIepeUu-
CJICHHBIX BBIIIIe TEHOB, MPUBOAS K (POPMUPOBAHUIO CIIOXK-
HBIX KOMILTIEKCHBIX (heHOTHUIIOB [47].

Bosnbiras yacte Beex ciiydyaeB 0OycioBieHa de novo
MYTaLMSIMU, ceMeiiHbie popMbI cocTaBisiioT 13—25 % Bcex
ciyuaeB. JIo 50 % Bcex ciiyyaeB CEMEIHOTO IIIBAHHOMATO-
3a 1 0koJio 10 % crnopaavuecKkux ciydaeB 3a00jieBaHUsI
oOycioBneHsl MyTanueit B rene SMARCBI [44, 47].

PacmipoctpanerHoCTh Mo3andHBIX (popMm [IIBMT He
YTOYHEHA, HeT JaHHBIX O TTEHETPAHTHOCTH, a B 14 % ce-
MEWHBIX cydaeB U B 60 % criopagnyecKkux He ymaercs
OTpEeNIeTUTh MATOTEHHYIO MyTaiuio [45].

Kimnuko-renernyeckue Koppensimun. Bo MHOTHX MC-
CTIEIOBAHUSIX TTOKA3aHO, UYTO Y TIAIIMEHTOB C MyTaluei
B LZTR1 Ha6monaetcst 60jiee MHTEHCUBHBIN 00JIEBOII CUH-
npom [48]. B cBoro ouepenpb, myTarus B reHe SMARCBI1
sIBJIsieTCsT (DAKTOPOM HEOIATOTIPUSITHOTO TIPOTHO3A 3 CUET
TTOBBIIIIEHHOTO PUCKA Pa3BUTHSI 37I0KAYE€CTBEHHBIX OITYXO-
Jieit 06oouek neprudepuIecKux HEPBOB U ATUTTMYHBIX
TepaTOUIHO-pa0IOMIHBIX omyXoJeii [44, 49].

Cungpom Kobduna—Cupuca (OMIM: 614608) —
penKoe reHeThYeckoe 3a0oeBaHne, KOTOPOE MOXKET CO-
yeratbes ¢ IIIBMT nipu jokanu3auyuu naToreHHOoM MyTa-
1 B SMARCB1. B coMaTH4eCcKOM U HEBPOJIOTMIECKOM
cTaTyce TpeBIMPYIOT KOTHUTUBHBIC HAPYIIEHUs, aaar-
TUBHBIE U TIOBEIEHYECKNE PACCTPONCTBA, MOTYT HAOJIIO-
JaThCst MUKpoTeatvsl ¥ MpU3HAKK BPOXKICHHOM TuCIIa-
3N COeNMHUTENbHOM TKaHu [50, 51].

JInarnocTnyeckue Kpurepu. OCHOBHBIM METOIOM AHa-
rHoctuku IIIBMT ocraloTcsd KIMHUYECKUE KPUTEPUU.

LZTR1  SMARCBI NF2
¥ ¥ ¥
— q11.21 . q11.23 q12.2
28 M6 5.9 M6
8,7 M6

Puc. 3. Cxema ynacmka oaunnoeo naewa 22-ii xpomocomsl, cooepiicauiezo
eenvt NF2, SMARCBI, LZTR1

Fig. 3. Diagram of the part of the chromosome 22 long arm indicating the lo-
cation of LZTRI, SMARCBI, and NF2 genes

Tabmua 5. Juaenocmuueckue kpumepuu MacCollin (2005 2.) 0as wiean-
HoMamosa

Table 5. MacCollin diagnostic criteria (2005) for schwannomatosis

Diagnosis
type

Clinical signs

. Bospact >30 ner

o HBC u boJiee HEIIOAKOXXHbIC IIBAHHOMBI
(rm

3. OrcyrctBue BIIT

4. OTcyTCTBYE TTAaTOTEHHBIX MyTallMii B TeHE

NF2

Above the age of 30

Two or more non-intradermal schwannomas (HC')

The absence of VS

The absence of pathogenic mutations in NF2

DN —

HecomHeH-
HBIIA*
Definite*

PoncrBennux -1 nuauu ¢ [IIBMT
HBIII (I'TT")

First-degree relative with SWNTS
Non-VS (HC!)

Bo3spact <30 net

. ABe 1 6osiee HETTOAKOKHEIE IITBAHHOMBI
(rm

. OrcyrctBue BIII

OTCyTCTBUE TTATOTEHHBIX MYTaIlii B TeHE

NF2

. Under the age of 30

. Two or more non-intradermal schwannomas (HC')

. The absence of VS

. The absence of pathogenic mutations in NF2

N N

[SS OS]

W W N =

—

Bospact >45 net
Bo3moxk- 2. JIBe 1 60Jiee HEMOAKOXHBIE IIIBAHHOMbI
HBI* (TITY)
Possible* 3. OTCYTCTBUE CUMIITOMOB TIOPAKEHMS
VIII naps1 HepBOB
4. OTcyTCTBME MTAaTOTEHHBIX MyTallMii B TeHE
NF2
. Above the age of 45
. Two or more non-intradermal schwannomas (HC')
. No symptoms of VIII nerve dysfunction
. The absence of pathogenic mutations in NF2

. Penrtrenonornueckue npusnaku HBII (T'TI°)
. First-degree relative with SWNTS

1
2
3
4
1. PonctBeHHUK 1-ii iuHuu ¢ LIIBMT
2
1
2. Radiographic evidence of non-VS (HC)

Ilpumenanue. HIIBMT — weannomamos; I'Il" — neobxodumo
2ucmonoeu1eckoe noomeepicoerue 015 n u 6onee onyxoneii;

BIIl — 6éecmubyasapnas weannoma; HBIIl — nesecmubyaspras
UBaHHoma.

*[Ipu necomnentom unu 6ozmoxchom LIIBMT, oepanuvennom
00HOI KOHEUHOCMBIO UNU 5 CMEJICHbIMU Ce2MEeHMAaMu NO360HOUHU-
Ka, cmagumcs ouaeno3 ceemenmaproeo IIIBMT.

Note. SWNTS — schwannomatosis; HC" — histological confirmation
required at least for n tumors; VS — vestibular schwannoma; non-VS —
nonvestibular schwannoma.

*The diagnosis is “segmental SWNTS” established when the patient meets
criteria for either “definite” or “possible” SWNTS but limited to one limb or
5 contiguous segments of the spine.

e
B xiimHMYecKol TpakThKe BO3MOXHO TPUMEHEHHNE KPU-
tepueB: MacCollin 2005 roga (Tab:n. 5) u Kputepues, pas-
pabotaHHBIX Ha International Schwannomatosis Workshop
2013 . (Taba. 6) [52, 53].
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Tabmuua 6. Juaenocmuueckue kpumepuu International Schwannomatosis
Workshop (2013 e.) 025 weannomamosa. Tun duaeHo3a onpedensemcs
coomeemcmeuem (eHOmUna u cemMeiiHoi UCmopuU nayueHma 00Holl

U3 2PYNN NPU3HAK08

Table 6. International Schwannomatosis Workshop diagnostic criteria
(2013) for schwannomatosis (SWNTS). The type of diagnosis is determined
by matching the patient phenotype and family history to one of the groups

of clinical features

Diagnosis
type

Clinical signs

1. JIBe 1 GoJiee IMBAHHOMbBI UM MEHUHTUOMBbI
(I171%)
2. [eHOTMTIMPOBaHME 2 OIYXOJICH, B pe3yJbTaTe
KOTOPOTO BBISIBJICHO:
* OnuHaKoBas Aejlelys JUIMHHOTO Iuiedya
XPOMOCOMBI 22
* PaznmmuHbie MyTaiuu B rene NF2

MOHCKY_ 1. Two or more schwannomas or meningiomas (PC?)
JISIPHBIN . S
2. Genotyping of two tumors resulting in:
JIMarHo3 : .
» Equal microdeletion of chromosome
Molecular
22 long arm
+ Different mutations in NF2
1. [lIBaHHOMA WJTM MEHUHTHOMA
2. [epmunHanbHas mytanus B SMARCB1
1. Schwannoma of meningioma
2. Germline pathogenic mutation in SMARCB1
1. IBe u Gosiee HEMOAKOXHBIE IITBAHHOMBI,
BKJIIOUYast YHUJIATEPAIbHYIO BECTUOYIISIPHYIO
(1)
2. OTcyTCTBUE OMIIaTEPATHHBIX BECTUOYIISIPHBIX
IIBAHHOM
Knnan- .
p—— 1. Two or more non-intradermal schwannomas
HATHO3 including unilateral VS (PC')
A .. 2. The absence of bilateral VS
Clinical
(GG 1. [lIBaHHOMA WJIM MHTpPaKpaHUaIbHAass MEHUH-
ruoma (ITITY)
2. PonctBeHHuK 1-it tuauu ¢ [IIBMT
1. Schwannoma or intracranial meningioma (PC1)
2. First-degree relative with SWNTS
1. JIBe u GoJree HETTOAKOXHBIC ITBAHHOMBI,
Boamox- BKJIIOYasi yHUJIATEPaIbHYIO BECTUOYISIPHYIO
HBIA KJIW- (TTIT1°)
HUYecKui 2. XpoHHYeckas 00Jib, aCCOIMMPOBAHHAs
JIMarHo3 CO LLIBAHHOMOM

Clinical 1. Two or more non-intradermal schwannomas
(possible) including unilateral VS (PC’)
2. Chronic pain associated with schwannoma

1. [epMuHanIbpHAsI MaToreHHast MyTarys B reHe NF2
2. CoOTBETCTBUE AUATHOCTUIECKUM KPUTEPHSIM
s HO 11

L 3. PoncTBeHHUK mepBoii tuHuu ¢ HO 11
MCKITIOUCH 4 b /oMKy LIMPOBAHHBIE OITYXOJH
The diagnosis YInp yX

1. Germline pathogenic mutation in NF2

2. Compliance with NF II diagnostic criteria
3. First-degree relative with NF 11

4. Radio-induced tumors

is excluded

Ilpumenanue. I111" — neobxodumo namonoeuueckoe noomeep-
Jcoerue 045 n u 6onee onyxoneli (6 kauecmee nOOMEePICOeHUs
Mmooicem Ovimb ucnonvsosana MPT ¢ monkumu cpezamu);

HIBMT — weannomamos; H® II — neiipogpubpomamos 1l muna.
Note. PC" — pathological confirmation (including thin slice MRI)

required at least for n tumors; VS — vestibular schwannoma; NF 11 —
neurofibromatosis type 11.
|

3aknioueHue

Heitpocdubpomarossr — rpyrmma opdaHHbIX 3a001eBa-
HUI C YaCTUYHO TIEPEKPBIBAIOIIUMCS CTIEKTPOM (heHOTH -
MUYECKUX MPOSIBIIEHUH, YTO B COBOKYITHOCTU C UHAVBU-
yaJbHOW BapuabelbHOCTHIO KIIMHUYECKOU KapTUHBI
3aTpYAHSIET AUAarHOCTUYeCKU moucK. CoBpeMeHHbIE
KIMHUYECKNE KPUTEPUU U TIPEANKTUBHBIE IIIKATBI OTIMPA-
I0TCSI Ha TAHHBIE MOJIEKYJISIPHO-TEeHETUUECKUX MCCIIEN0-
BaHUI KakK Ha OIMH U3 OCHOBHBIX JUATHOCTUIECKUX WUH-
CTPYMEHTOB U MTPOTHOCTUYECKUX (PAKTOPOB.

OueBUAHBIM HEIOCTATKOM JIIOOBIX TUATHOCTUYECKUX
KPUTEPUEB SIBJISIETCS X HAIICJIEHHOCTh Ha TIOMYJISIIIAIO
MAIMEHTOB C YXKe c(hOPMUPOBAHHBIM (DEHOTHUIIOM, UTO JIe-
JIaeT HEBO3MOXHBIM UX IPUMEHEHUE Ha TOKIMHUIECKOM
aTarne. B cBolo ouyepenb, paHHSIS AMAarHOCTUKA 00JianaeT
HEOCTIOPUMBIMU TIPEUMYIIIECTBAMU, TaK KaK MO3BOJISIET
OCYUIIECTBIIITh PAIMOHAIBHOE BeJeHUE MAIlMeHTa U CBO-
€BPEMEHHYIO KOPPEKIINIO OCTIOKHEHWI U, B PsIIIE CITydYaeB,
moao0paTh ONTUMANIBHBIN METOM TEPANMU U COXPAHWUTh
TpUeMJIEMOe Ka4eCTBO XU3HU. [{JIs1 MalMeHToB Ha JTare
KIMHUYECKOTO Ne0r0Ta 3apaHee M3BECTHBIN TUAarHO3 MO-
3BOJISIET U30€XaTh OUOTICUU B TE€X CTydyasix, Korna KIuHU-
KO-PEHTTEHOJIOTMIECKUE TIPU3HAKY OITyXOJIN HE TIO3BOJISTIOT
OIIHO3HAYHO OTIPE/IETIUTh ee TUTI. JlaHHbIe TPEeuMYIIeCTBa
JTIOCTYTTHBI IETSIM, YHACJIETOBABIINM MYTaIlAIO OT POJUTE-
JIs1, TIPY YCJIIOBUY CBOEBPEMEHHOU MOJIEKYISIPHO-TEHETHU -
YeCcKOol JUarHOCTUKMU.

CeronHst MOJIEKYJISIPHO-TEHETUYECKasl AUATHOCTUKA
VIMEET BaxKHelIIee KITMHUIEeCKOe 3HaYeHNEe U TOJDKHA OBITh
MpeUToXKeHa BCeM TMallieHTaM ¢ ofgo3peHneM Ha HO.
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CocyaucTtas muenonatus — BapuMaHT OCTPOrO UM MOAOCTPOro MOPaXKEHWUS CMUHHOTO MO3ra B pe3ynbTaTe HapyleHus
KpoBOOOPpaLLEHUsA B MECTHOM COCYRMCTOM BacceiiHe Mu reMoaMHAMUYECKNUX CABUTOB B COCYAAX OTAANEHHO loKanu3aumu.
Lenb HacToAWeit nybnukauumu — npoaeMoHCTPUpPOBaTh MHHOPMATUBHOCTb AUArHOCTUYECKON TPaHCKPAaHWaNbHO| MarHuUT-
HOW CTUMYNALWK B fiebloTe COCYAUCTON MUENONaTUM CMIMHHOTO MO3ra.

MpepncTaBneH KNMHUYECKUIA CyYal NALMEHTKM C COCYRUCTOI MUenonaTueil Ha rpyaHOM YPOBHE, pacCMOTPEHbI aHAMHe3
3ab0oneBaHusA, pe3ynbTaTbl 0CMOTPA U MHCTPYMEHTANIbHbIX METOAOB UCCIEL0BAHUA C OLEHKOW UAarHOCTUYECKON 3HAYUMO-
CTW TPAHCKPaHMaNbHOW MarHUTHoOI cTuMynsaLmMmn B febtote 3abonesaus. MposefeH 0630p NUTepaTyphl C LENbio OLEHKM
MHGOPMATUBHOCTU HEPOdU3NOIOrMYECKUX N HENPOBU3YaNN3aLMOHHbIX UCCNELOBAHUI NPU COCYRUCTOI MUenonaTum.

06cnefoBaHMe NaLMeHTKU ¢ febioToM MHbapKTa CMUHHOTO MO3ra NPOAEMOHCTPUPOBAN0O MHHOPMATUBHOCT MOTOPHBIX
BbI3BAHHbIX MOTEHLMANOB B NepBble 48 4 60NE3HM KaK MapKepa BOBEYEHUA KOPTUKOCTMHANBHBIX MPOEKLMIA NPU OTCYT-
CTBUW U3MEHEHUI UMY HEOLHO3HAYHBIX U3MEHEHUSAX NPY HENPOBU3YaNN3aLMOHHOM UCCTIEL0BAHUN.

TpaHCKpaHWanbHas MarHUTHas CTUMYAALMSA C aHANIM30M MOTOPHbIX BbI3BaHHbIX MOTEHLMANOB ABAAETCA UHHOPMATUBHBIM
MHCTPYMEHTOM AMArHOCTUKM NOBPEXAEHUA KOPTUKOCTMHANbHbLIX MTPOEKLMI B Ae60Te COCYANCTON MUENONaTUH.

Kniouesble cnoBa: muenonatus, KOPTUKOCNUHANbHbIA TPAKT, TPAHCKPaHWaNbHasf MarHUTHas CTUMYNALMUA, MarHUTHO-pe-
30HaHCHas ToMorpacusa, MOTOPHbLIW BbI3BaHHbIA NOTEHLMAN

IOna yutuposanusa: Kanbwura [.C., Cypma M.A., bagamwwna E.B., bporos 0.10. NHdopmaTMBHOCTb AMArHOCTUYECKON
TPaHCKPaHMaANbHON MarHUTHOM CTUMYNALMM U MArHUTHO-PE30HAHCHOW TOMOrpaduu B febloTe MUeNonaTum CNUMHHOro
Mo3ra: 0630p NUTepaTyphbl U KNMHUYeCKoe HabnogeHWe. HepBHO-MblweyHble 6onesHu 2022;12(1):49-55. DOI: 10.17650/
2222-8721-2022-12-1-49-55.

Informative value of neurophysiological and neuroimaging research methods in the onset
of spinal cord myelopathy: literature review and clinical observation
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Vascular myelopathy is a variant of acute or subacute lesions of the spinal cord as a result of circulatory disorders in the local
vascular basin or hemodynamic changes in the vessels of distant localization.

A clinical case of a patient with vascular myelopathy at the thoracic level is presented, the anamnesis of the disease,
the results of examination and instrumental research methods with an assessment of the significance of diagnostic
transcranial magnetic stimulation at the onset of the disease are presented.
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The purpose of this publication is to demonstrate the informative value of diagnostic transcranial magnetic stimulation
and magnetic resonance imaging in the onset of vascular myelopathy of the spinal cord.

A clinical case of a patient with vascular myelopathy at the thoracic level is presented, the history of the disease,
the results of examination and instrumental methods of investigation are considered, with an assessment of the signifi-
cance of diagnostic transcranial magnetic stimulation in the onset of the disease. A review of the literature was carried
out in order to assess the information content of neurophysiological and neuroimaging studies in vascular myelopathy.
In patients with onset of spinal cord infarction, the study of motor evoked potentials can demonstrate the involvement
of cortico-spinal projections even in the absence of neuroimaging data of their damage during 48 hours.

The transcranial magnetic stimulation with the analysis of motor evoked potentials is a reliable tool for diagnosing
damage to cortico-spinal projections in the onset of vascular myelopathy.

Key words: myelopathy, cortico-spinal tract, transcranial magnetic stimulation, magnetic resonance imaging, motor
evoked potential

For citation: Kanshina D.S., Surma M.A., Badamshina E.V., Bronov 0.Yu. Informative value of diagnostic transcranial
magnetic stimulation and magnetic resonance imaging in the onset of spinal cord myelopathy: literature review and clinical
observation. Nervno-myshechnye bolezni = Neuromuscular Diseases 2022;12(1):49-0550. (In Russ.). DOI: 10.17650/2222-

8721-2022-12-1-49-55.

BeepeHue

CornmacHo MexnyHapoaHo#t Kiaccudukanuii 6oJes-
Heit 10-To mepecMoTpa, B MOHATHE «COCYANCTasT MUEIO-
MMaTHsh» BKITIOUEHBI MHGAPKT CITMHHOTO MO3Ta, TeMaTOMM-
eJinsl, TpoMOO3 CIMHAJIbHBIX apTepuil, COMHAIbHBII
daedutr n TpoMO0dIEONT, MogoCcTpass HeKpOTHUYeCcKas
MueJionaTusi, OTeK CIIMHHOro mo3ra [1]. Hapyienus cniu-
HaJIbHOTO KPOBOOOPALLEHUSI SIBJISIIOTCSI CEPbE3HOM COLIU-
aJIbHO-9KOHOMMYECKOI MpoOaeMOii, HO OTHOCUTEIbHO
HU3Kasl paclpoCTpaHeHHOCTh 6ose3Hu (1—2 % ot yucia
BCEX MHCYJIETOB) 3aTPYIHSICT MPOBEICHNE KIMHUIESCKIX
1 3MUIEMHUOJIOTMYeCKUX uccienqoBanmnii [2—7]. B cBsa3u
C MajibIM YMCJIOM HaOJI0AEHUI BOMPOCHl AUArHOCTUKU
U JIEYEHUs] CIUHAJIbHOM COCYIMCTOM MAaTOJIOTUHU SIBJISIIOT-
Cs1 aKTyaJbHOU Mpo0JeMOil COBpeMEeHHOI HEeBPOJIOTUH,
HEAPOXUPYPTUU U COCYAUCTOU XUPYPIUU, OCOOEHHO B Jie-
GroTe 60JIe3HU, KOTIA HEMPOBU3YaTU3alMOHHbIE KPUTEPUU
He Bcerma oueBUAHH [§, 9]. CorracHO JaHHBIM JIATEpaTy-
Pbl, AMATHOCTUYECKUE BO3MOXHOCTU BbI3BAHHbBIX MOTEH-
1IMAJIOB M, B YaCTHOCTU, MOTOPHBIX BbI3BAHHbIX TOTEHILIM-
ajoB (MBII) B oTBeT Ha TpaHCKpaHUATIBLHYIO MAarHUTHYIO
ctumyngumnio (TMC) TipeBBIIAIOT 10 YYBCTBUTETHLHOCTU
HepOBU3YyaIN3allMOHHBIC TEXHUKH B TIEPBBIC 48 4 OT MO-
MeHTa pa3BUTUSI cuMNToMOB [ 10]. YuuTeiBas T0, 4TO B 1ie-
O10Te 00JIe3HU KJIMHMYECKass KapTUHA MPU MOpaKeHUU
KOPTUMKOCHMHAIBHOTO TpaKTa Ha IpyIHOM YPOBHE HeCIie-
nruduIHA ¥ MOTYT IIPeo0JIagaTh MPU3HAKU TTOPAKECHUS
HVZKHUX MOTOHEWPOHOB, UMUTUPYIOLIUX CTEHO3 MO3BO-
HOYHOTO KaHajia, Heipodr3noIOrnIecKoe IOATBEePKIe-
HH€ 30HbI MTOBPEXIECHUSI B MPOBOMASIIMX MYyTIX KOPTU-
KOCIMUHAJIBHOTO TPAaKTa CTAHOBUTCSI KPUTUYECKU BaXKHBIM
B TaKTUKE BEAEHUS MallMEeHTA.

C 1eIbI0 WITIOCTpad THPOPMATUBHOCTU JUATHO-
ctnueckoii TMC B 1ebroTe coCyaMCTON MUETONaTUH TIPU-
BOIVUM KJIMHUYECKUN CITy4yaii.

Knununueckun cnyyai
Ilauuenmxa 59 aem 15.01.2018 nocmynuaa é omoenenue
0451 60NbHBIX C HAPYUWIEHUEM MO03208020 KPOBOOODAUjeHUS

DI'BY «Hayuounanrvuolii MeOUKO-Xupypeuueckuii yeHmp
um. H.U. I[Tupoeosa» Mun3zdpasa Poccuu c HanpasumenvHbim
OUACHO30M «HUJICHULL NApanape3 HesiCH020 2eHe3a».

Ilpu nocmynaenuu npedeseasinag xarobsvl Ha caabocme
8 1€80li Ho2e U OHeMeHUe nepedHell nogepxHocmu bedep, paz-
sugullecs 8 meveHue Cymok.

U3 anamnesa uzsecmro, umo eeuepom 14.01.2018 na gpore
nogvluleHUs apmepuanvHozo oaenenus do 210/105 mm pm. cm.,
CUNbHOI 20/108HOL 004U U PBOMbL NAYUEHMKA OMMemuaa
crabocmp 6 n1e6oil Hoee.

B nesponoeuueckom cmamyce npu ocmompe 6 npuemMHoM
omdeneruu goisenersvt napes 4 6anna (wxara MRC) é npok-
CUMANbHBIX OMOENAX N€80U HO2U, CUMMEMPUYHOE 0XCUBAeHUE
2ny0oKUx peghaeKcos ¢ HUNCHUX KOHeYHOCmell, eunecme3us
8 30He unHepsauuu depmamomos L4 c 2 cmopon, L5 caesa.
Tlamonoeuueckux cmonnsix 3HAK08 Hem, 2ny00Kas 4yecmeu-
MeAbHOCMb U MA308ble (DYHKUUU He HapYUleHbl.

B obwem ananuze Kposu c AelikouumapHoi Gopmynoii
BbIS6ACH HE3HAUUMENbHbLI HeUMPODUAbHBLI NelIKOYUmMO3:
Heiimpoguavt 7,65 x 10°/a (nopma 2,00—5,50 x 10°/1), eii-
mpoguavt 87,1 % (nopma 47,00—80,00 %). B 6uoxumu-
ueckoM anaau3se Kpogu eunepeaukemus 8, 14 mmons/n (Hopma
4,10—5,90 mmons/n).

C yuemom ocmpo 803HUKUle20 napesa Ae6oli Hoel, 2U-
necmesuu nepedweil nogepxHocmu Oedep, CUMMEMPUHHO20
oxcusneHus eny0oKkux pegaekcoe Hoe dugbgeperyuanvrblii
duaenos npoeoduacs mexcdy muesonamueii 2pyoHo2o omoena
CHUHHO20 M032a HEeCHOU Imuoaouu, 00seMHbIM 00pa306a-
Huem, 0e6lomom cUCMeMH020 OeMueauru3upyoue2o 3abone-
8AHUSL U OCMPOLL BOCNANUMENbHOU OeMUEAUHUBUPYIOULell nO-
AUHesponamueil ¢ AMURUYHbIM HAYAA0M.

B nepgyto ouepeds Gbinu 8binoaHeHbl MYALMUCAUDANL-
Has KOMAbIOMeEPHAsi MOMO2papusi, MAeHUMHO-PEe30HAHCHASA
momoepagus epyoHoeo omoena CHUHHO20 M032d U NOsC-
HUYHO-KPecmuy08020 omadena no360HOYHUKA: Bbis8AEHbL
NPU3HAKu Oe2eHepamUBHbIX UMEHEeHUL NO3860HOYHUKA.
B 3a0Hux omdeaax chunnoeo mosea, na yposne Th10—Thll,
ommeueHo He0OHOPOOHOe, 6e3 HemKUX ePAHlUY, NO8blileHUe
MP-cuenana do 1-2 mm (puc. 1). lanusie cmumyasyuoHHOU
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Puc. 1. Maecnumno-pe3zonancruas momoepaghus epyoHoeo omoena chUHHO2O
mozea, T2-636eurennvie u300pasicenus 8 cazummanvhoil naockocmu. B 3a0-
HUX omdenax cnuHHo20 mo3sea, Ha yposre Th10—Thl11, ommeuaemcs HeoO-
HOpOOHOe, be3 uemkux epanuy, nosviuenue MP-cuenana (cmpenka)

Fig. 1. Magnetic resonance imaging of thoracal level spinal cord, T2-weighted
images. Sagittal plane. Inhomogeneous hyperintense lesion with ill-defined
borders involving the posterior part of the spinal cord at the level of Th10—
Thll (arrow)

21eKMPOHepoMUOpapu NO360AUAU UCKAIOUUMb HEBDANbHbLLL
YPOBeHb NOPAJICEHUSL.

B meuenue I-x cymok eochumanudayuu ypogeHs eu-
necmesuu noousaacsa 0o ceemenma Thi2, cuna 6 HUNCHUX KO-
HeYHOCMsIX CHU3UAAch 00 3 6ainos caeéa u 0o 4 6anioe cnpa-
6a, NOABUAUCHL HAPYUWEHUs (QYHKUUU MA308bIX 0PeAHO8
nO MUny 3a0epiucKiu MOYeUCnyCKanusl.

C yuemom duccoyuayuu KAUHUYECKOU KapmuHbl U OGHHbIX
Heliposu3yaausayuy (Hasuyue 30Hbl UHGapKma 8 3a0HUX Om-
deaax CNUHHO20 M032a npu Hapacmaruwem 08uzamenibHoOM
degpuyume) Ovina evinoanena duaenocmuueckas TMC ¢ no-
Moubio MaeHumuozo cmumyasmopa Magstim 200, coedurnen-
Hoeo ¢ modynem BiStim (Magstim Company Ltd, Beauxobpu-
MaHus); UCNoAb308aH KO0AbUeBOl UHAYKMOp duamempom
66/133 mm. Obracme cmumyasyuu A0KAAU308AHA Nymem
nodauu 00HOKpamHuix cmumynog 6 npoexyuu F3—F4/Cz,
coenacHo mexucdyHapooroii cxeme « 10—20», uHmeHCUBHOCMbIO
om 50 %, koHmparamepasvHo npednosaeaemol cmopoue
peeucmpavuu [11]. Ilpu cmewenuu xoiina ¢ wazom 6 1 cm
onpedeasinoce eudumoe cokpawenue moiuy cmonsi. Ilocae
onpedenerist 30Hbl CIMUMYAALUU NPOBOOUAACH PEUCIPAL UL NO-
poeogoeo MBII coenacho ancopummy Rossini—Rothwell [12].

Jlanee nposodusace cmumyasiyus nepeu4Hol MOMOPHOU
KopbL ¢ 2 CMOpoH 6 NoKoe U npu ghacurumayuu, ¢ UHMeHCUs-
Hocmuvto cmumyaa Ha 20—30 % eviue nopoeo60eo 3Ha4eHus.
Ouenusanucs credyroujue napamempst MBIT: nopoe pecucmpauuu,
JAAMeHMHOCMb, amMnAumyoa, opma u ux uamMeHeHue npu gacu-
Aumayuu (Mpou38oabHOM COKPAUEHUU MeCMUPYeMOLl Mblulibl),
a maksice 8pemsi UeHMpanbHO20 MOMOPHO20 NPOBEOEHUSI.

IIpu pecucmpauyuu MBII ¢ m. abd. hallucis ¢ 2 cmopon
3ape2ucmpupo8ano CHuMceHue 6030y0umMocmu KOpMuUKoCHu-
HANBHBIX NPOEKYULl — 0451 pecucmpayull 80CnpoU3800UM020
MBII cresa mpebosancs cmumya unmencusrocmoio 90 %,

Puc. 2. Maenumuo-pesonancras momoepaghus epyoHoeo omoeaa cnUHHO20
mo3ea, T2-636euiennvle u300padceHus 6 cazummanbHoll naockocmu. Yuac-
MOK NOGblUIeHUA UHMEHCUBHOCIU CUHANA 6 3A0HUX 0MOenax CHUHHO20
Mmosea Ha ypoghe Th9—Th 12 (cmpenxu)

Fig. 2. Magnetic resonance imaging of thoracal level spinal cord, T2-weighted
images. Sagittal plane. Area of increased signal intensity in the posterior part
of the spinal cord at the level of Th9—Th 12 (arrows)

npu 3MOM CHpasa omeemsl NOAYHeHbsl 8 OMEEem HA CIUMYA
50 % om 6bix00a MaecHUMHO20 CIMUMYASINOPA.

Ha ocrosanuu anamuesa, OUHAMUKYU KAUHUYECKO20 CO-
CMOSHUSL — HAPACMAHUSL NApe3a ¢ HAPYUeHUSMU YY8CMBU-
meAbHOCMU HO NPOBOOHUKOBOMY MUNY U NPUCOeOUHEeHUs
Ma3z08bIX HAPYWEeHUIl, MUNUYHO020 045 COCYOUCMO20 XapakK-
mepa nopasiceHus pacnpoCcMpaHeHsi 30Hbl 2UNePUHMEHCUE-
Hoeo cueHana ¢ wemkumu konmypamu Ha T2-836eurentbix
uzobpasdcenusx, ¢ pacnpedeneHuem 6 3a0HUX omaoeaax cnuH-
HO020 M032a; CHUMICEHUS 8030Y0UMOCMU KOPMUKOCHUHANBHBIX
npoexyuii npu TMC — 6bi1 ycmarosaen duaeros cocyoucmoi
Muenonamuy epyoHoe0 omaoena CHUHHO20 MO032d.

TloemopHoe Helipogu3syanuzayuorHoe uccaedoganue npo-
6edeHo Ha 4-e cymku om Hauana 60ae3HU ¢ pacuiuperuem
duaesHocmu4eckoeo nPomoKoad, ¢ 8eAUMUHOU MACHUMHOI
unoykyuu 3 T (Siemens Magnetom Skyra (Erlangen, Siemens,
ITepmanus)). Buinoanenst nociedo6amensHOCMU peicumos
T2-636euennvix uzobpaxcenuii, T1-636euenHbix u306paxce-
HULL C U30MPONHBIM BOKCEAOM C B03MOICHOCHBIO HOCAEOYIOUel]
PEKOHCMPYKUUU u3o0paxceruil 8 atoowvix npoexuyusx (MPR —
multiplanar reconstructions), a maxuce T'1-636eutentbix uzo-
OpasiceHuil nocae 8HYMPUBEHH020 KOHMPACMHOR0 YCUNEHUS
(TR — 1900 mc, TE — 2,47 mc, moawuna cpesa — 1 mm, Ko-
Aautecmao cpe3og — 176, apems ckanupoganus — 4 mun 18 c).
Bebisisnena 3ona ¢ pagromepro noswiuennoim MP-cuenanom
(T2-836euennvie uzobpasicenus), 6e3 uemkux epanuy, ¢ MaK-
CUMANbHBIM NONEPEHHbIM Pazmepom 00 5 MM, 6e3 npu3HaKos
HAaKoNnAeHUss KOHMPAcmHo20 npenapama 6 3a0Hux omoenax
CHUHHO20 Mo3ea (puc. 2, 3).

IIposedennas TMC 6 dunamuke Ha 5-e cymKku om Hava-
aa boaesnu ¢ peecucmpayueti MBII ¢ m. peroneus longus npo-
0eMOHCMPUPOBANA COXPAHSIIOWeecs: CHUMICeHUe 8030y0umocmu
KOpMUKOCNUHAABHBIX NPOEKUUI CO CHUNCEHUEM AMNAUMYObl
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Puc. 3. Maenumno-pe3onancnas momoepaghus epyoHoeo omoena chunHoeo mo3ea: a — T 1-636euieHHble U300paxsceHust, AKCUANbHASL NAOCKOCHb HOCAE GHY -
MPUBEHHO20 KOHMPACMHO20 ycuaeHus. [Ipusrnakoe HaKonaeHus KOHMPACMHO20 Npenapama He gvisigaeHo; 6 — T2-g36euieHHble U300padiceHus, aKcUaIbHas
nAOCKOCMb. Y4acmoK noevluleHus UHMeHCUBHOCIU CUCHAAA 8 3A0HUX 0MOeAax CRUHHO20 M032a (cmpenka)

Fig. 3. Magnetic resonance imaging of thoracal level spinal cord: a — postcontrast T1-weighted images. Axial plane. No signs of enhancement; 6 — T2-weighted
images. Axial plane. Area of increased signal intensity in the posterior part of the spinal cord (arrow)

Kopkogoeo MBII npu pecucmpayuu é nokoe, ygeauvenuem
aamenmuocmu 0o 41 mc cresa u ygeauueruem gpemeHu yeHm-
PAABbHO20 MOMOPHO20 nposedeHus 0o 21,7 mc caesa u do 19,1 mc
cnpasa.Dacurumayus npueoOUNa K YMEHbULEHUI) AAMeHM -
Hocmu MBII caesa do 30,4 mc, ucxoonas amnaumyoa c 0,017
MB yseauuunace do 0,8 mB; cnpasa pacurumauyus ne mens-
Aa anaauzupyemule napamempo, MBII.

06cyxpeHue

Ha ocHoBannu o63opa R. Nardone 1 coaBrT., a Takke
IIPOBEICHHOTO ITOKMCKA B JICKTPOHHBIX 0a3ax MJaHHBIX
PubMed 3a nnepuon ¢ 1966 1. o Hostopb 2021 I. ¢ UCIOJIb-
30BaHMEM TeMAaTHYECKIX MEAUIIMHCKUX 3aTOJIOBKOB «MO-
TOPHBIC BRI3BAHHBIC TIOTCHIIMAIBI», «TPAaHCKpPaHUAIbHAS
MarHUTHAasI CTUMYJISILHAST», «COCYIMCTAass MUEIOIATHUS»,
«MH@APKT CIIMHHOTO MO3Ta», OBIJIO BHISICHEHO, YTO BO-
mpoc nHbopMaTuBHOCTH TMC IIpu MHUEIOTIaTUM CITMH-
HOTO Mo3ra obcyxpnancs B 15 cTaTbsix, camasi paHHSS
13 KOTOPBIX ObUTa onybJimkoBaHa B 1988 1., mocienHsasT —
B 2020 1. [8].

JarHbBIC TUTEpPATypPHl IMMOATBEPKIAIOT MH(POPMATHB-
HocThb MBII B nuarHocTHKe BOBJIEUEHUSI KOPTUKOCIIM-
HAJIBHOTO MYTH IPY 0O0JIE3HSIX CITMHHOIO MO3Ta W, B 9acT-
HOCTH, B Ie0I0TE COCYIUCTON Mueonatnu. 1o MHEHIIO
OOJIBIIMHCTBA aBTOPOB, TMCCOLMAIINAS KIIMHUIESCKHX TTPO-
SIBJICHUI C JTAaHHBIMU HEWPOBU3YAIM3alluN TPpeOyeT Heil-
POMU3NOIOTIIECKOIT 0OBEKTUBU3AIINY CUMITTOMOB B IIep-
BbIe 48 4 pa3BuTus 6onesnu [13—20].

[IpoTokoa HeiipoBU3yalIM3alUKU P MMOPAKECHUIX
CIIMHHOTO MO3Ta 00bIYHO BKiIto4aeT T1-, T2-B3BelIeHHbBIE
M300pakeHUS B Pa3HBIX INIOCKOCTAX, T2-B3BEIICHHBIC
M300pakeHUsI ¢ TTIOaBJICHEM CUTHAIA OT XKUPOBOI TKaHU,
a tTakxe T1-B3BellleHHbIE M300paKeHUS MOCJIe BHYTPHU-
BEHHOT'O KOHTPACTHOTO ycrieHUs. CaMBIM YaCcThIM M3Me-
HEHUEMU IIPY MUEJIOIIATHH SIBJISIETCSI TIOBBIIICHNE CUTHA-

J1a Ha T2-B3BEeIICHHBIX M300PaXXEHUSIX OT TTOPaXKeHHOTO
yJacTKa CIIMHHOTO Mo3ra. OIHAKO HAJIMYKE TOJIBKO I10-
BBIIIICHUS CUTHaMa Ha T2-B3BEIICHHBIX N300pakeHUSIX
He SIBJISIETCS CIIeM(IISCKIM, TaK KaK IOT00HBIC N3MEHE-
HUS HaOIOOAIOTCST IPAKTUIESCKY TIPU JIIOOOM THIIE TTOpa-
JKEHMSI CIIMHHOTO MO3Ta, BKITIOUas MUAEIONIATHIO, THMApKT
CIIMHHOTO MO3Ta, OITyX0JIeBbIe TOPaXKeHUsI. B HEKOTOpHBIX
clTydasix, HaIlpuMep B OCTpeiIneM mepuonae MHpapKTa
CIIMHHOTO MO3Ta, M3MeHeHMsI Ha T2-B3BeIIeHHBIX N300pa-
JKEHUSIX MOTYT He OIPeIesAThCs, KOHTPACTHOE YCIICHUE
Ha T1-B3BeIICHHBIX M300paKEHUSIX TaKKe HE SIBIIICTCS
cnenudndeckum [21]. B atux cirydasx s UCKITIOYEHUS
nH}apKTa CIIMHHOTO MO3Ta IIeJIECO00Pa3HO NCIIOIb30BaTh
b Gy3nOHHO-B3BEIIICHHBIC N300PaKeHUS C IIOCTPOCHU -
eM KapT usMepsieMoro kKoadduumneHrta guddysnm, Tak
KaK OHM SIBIISTIOTCS BBICOKOUYBCTBUTEILHBIMU K MIITEMM-
YeCKOMY IMOBPEXKICHUIO, JaxKe B OCTpeHITyto ¢asy. Iyt BbI-
MOTHEeHUST T GY3MOHHO-B3BEIIICHHBIX M300paskeHUIA 1 X
aJeKBaTHOM OIICHKHM CYIIECTBYIOT OIpeACICHHBIC TEXHM -
YeCKHUe CIIOKHOCTH, C YYETOM MaJIbIX pa3MEePOB CITMHHOTO
MO3Ta Ha ITOITePEYHBIX Cpe3ax, a TAakKe apTedaKTOB OT ABH-
KeHwuit [22].

R. Nardone 1 coaBT. mpeacTaBUIN O0CYKIeHNE UH-
¢dopMaTUBHOCTU U3MeHeHUsI TapaMeTpoB MBII B panHeit
JIMAarHOCTUKe Muejonatuu uHdapkra meitHoro (C6—C7)
u rpyaHoro (Th10—Th12) cerMeHTOB CIMHHOTO MO3Ta
Ha OCHOBAaHWMY JTaHHBIX 2 MallMeHTOB. B 0bomx ciydasx
nHOapKT B OacceifHe mepeaHell CTMHHOMO3TOBOM apTe-
pUM U apTepuu AaMKeBUYA IO TaHHBIM MarHUTHO-Pe-
30HAHCHOU ToMorpaduu OBLT MOATBEPXKICH TOJBKO
TIPY IOBTOPHBIX UCCIIEAOBAHMUAX, B TO BpeMsI KaK IT0 TaH-
HbIM TMC mipu3Haky HeOJIaronoyuns BBISIBIEHBI YXKe
B 1-e cytku pasButus 6ose3Hu [9]. CpaBHeHHE COOCT-
BEHHBIX TaHHBIX 1 gaHHBIX R. Nardone u coaBT. mipen-
CTaBJICHO B TAaOJIHUIIE.
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3navenus MOMOPHO20 8bI36AHHO20 NOMEHUUANA U 8PEMA UEeHMPANbHO20 MOMOPHO20 npoeeaeﬁuﬂ 6 debrome cocyducmoz? mueaonamuu

Motor evoked potential and central motor conduction time values at the onset of vascular myelopathy

MEP parameters

Muscle

Ammuryna, MB JIaTeHTHOCTD, MC BIIMII, mc BIIMII-F, mc
R. Nardone et al., 2010
TTamuent 1
JleBast m. tibialis anterior
Left m. tibialis anterior e 31,6 31.2)* 18,2(17,1)* 15,4 (14.4)*
IlpaBas m. tibialis anterior
Right m. tibialis anterior 31,9 31,2)* 18,4 (17.1)* 15,7 (14.4)*
TTanuent 2
JleBas m. tibialis anterior
Left m. tibialis anterior ND 33’2 (31’2)* 19’2 (17’1)* 16’4 (17’4)*
IIpaBas m. tibialis anterior
Right m. tibialis anterior 32,8 (31,2)* 18,8 (17,1)* 16,0 (17,4)*
Co0cTBennble naHHbie, 2018: nanuent 1
2-e cymxu om debtoma 3a601eeanus
2 days of onset of the disease
B nokoe 0,026 (1,26 + 0,840)** 38,9 (42,5 % 2,9)** Ll QLY
Jesast m. abd. hallucis AtTest 15,4 (18,2 + 2.4y
Left m. abd. hallucis dacmTanms > e
facilitati 0,262 (1,26 £ 0,840)** 37,6 (42,5 £ 2,9)** ND
acilitation
IlpaBas m. abd. hallucis B mmokoe
Right m. abd. hallucis At rest 0,113 (0,89 £0,71)** 39,2 (42,5 £ 3,0)** 17,6 (18,0 £2,3)** 14,7 (ND)**
4-e cymku om de6roma 3a601e6anus
4 days of onset of the disease
L e 0,017 (ND) 40,1 (29,6 + 3,0)**
Jleast m. peroneus longus 75t 21,7 (14,3 % 1,7)*
Left m. peroneus longus dacuuranms > T
Facilitation 0,8 (ND) 30,4 (29,6 = 3,0)** .
L e 0,3 (ND)** 30,8 (29,6 £ 3,0)**
Tpasast m. peroneus longus ' 5t 19,1 (14,3 + 1,7)**
Right m. peroneus longus dacuauranmns ? 7
Facilitation 0,3 (ND)** 30,8 (29,6 + 3,0)**

Ilpumeuanue. BIIMII-F — epems yenmpanvrhoeo Momoproeo nposedenus, paccuumantoe no F-eoane; MBII — momopnulii 6bi36aHHbLI
nomenyuan;, ND — nem oannuix.* Bepxnuii nopoe: Mean * 3 SD [9].** HopmamueHsie 3naueHus npusedeHsl Co2AaAcHO OAHHbIM

K. Miiller u coasm. (1991) u H. Kloten u coasm. (1992) [23, 24].

Note. CMCT-F — central motor conduction time calculated using the F-wave method; MEP — motor evoked potential; ND — no data.* Upper limit:
Mean + 3 SD [9].**Reference values according to K. Miiller et al. (1991) and H. Kloten et al. (1992) [23, 24].
|

HMHTepecHOI mpeacTaBisieTcss TUCCOMUAIINS CUM-
IITOMOB C JaHHBIMH HEHPOBU3YyaaIU3alluy: HaJJUIKe T1a-
pe3a B HIKHUX KOHEUHOCTSIX TIPH JIOKAIM3aIUM oJara
MUEJIOTIATUM B MPOEKIINU 3aTHUX CTOJIOOB CIIMHHOTO
Mo3Ta. AHAJIOTMYHOE HAOJIONEHHNE IIPEICTaBICHO
D. Park u coast. B 2020 1., KOTOpBIe OOBSICHSIIOT JTaHHBII
¢deHOMEH C MO3UIINHN 0COOCHHOCTE COCYIMCTOro bac-
celiHa criuHHOro Mo3ra. IlepeaHsiss 1 60KoBble 00J1aCTU
CIIMHHOTO MO3Ta CHA0XKAITCS IPENMYIIeCTBEHHO IICHT-

pPaJbHBIMU U KOPEIIKOBBIMY apTEPUSIMU, OTXOASIIIUMU
OT TepeaHell CMMHHOMO3TIOBOM apTepuu. Mexay TeMm
3aJHUE€ TTO3BOHOYHBIE apTepUM CHAOXAIOT HE TOJIBKO
3alH1MEe, HO U OOKOBBIE CTOJIObI, B KOTOPBIX MPOXOIST
HUCXomSAImMe npurateababie myTH [10, 25]. Kpome Toro,
TEPPUTOPUYN KPOBOCHAOXEHUST Pa3HBIMU COCYIaMHU Ya-
CTUYHO TIepPeKphIBAIOTCS — mpuMepHo 1/3 miomanmu
TMOTIEPEYHOTO CEYEHUSI CTUHHOTO MO3Ta CUMTAETCS Tie-
pekpsiBatonieiicst obiactsio [10, 26].
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B skcrnieprMeHTaIbHBIX MOIEISIX TOKa3aHa OOIbIIast
YYBCTBUTEILHOCTh HEHPODUINOIOTNICCKIUX TECTOB TIPU
OCTPOM MOBPEKAECHNU OBICTPONPOBOASIIMX AKCOHOB CIIMH-
HOT'O MO3Ta M CEepOT0 BEIIIECTBA CETMEHTAPHOTO YPOBHSI B TIep-
BBIC 24 9 110 CPaBHEHUIO C JTAaHHBIMM HEHPOBU3YyaIM3aINH,
YTO CIIOCOOCTBOBAJIO IIMPOKOMY IIPUMEHEHUIO TPAaHCKPAHH -
ATBHOM 3JICKTPOCTUMYIISIIINI B MHTPAOIIEPALIMIOHHOM HEeil-
POMOHUTOPHHTE TIPH OTIEPAINSIX HA TPYIHOM OTIIEIIe A0PTHI,
OPTONEINICCKIX 1 HENPOXUPYPIIISCKIX BMEIIATEIbCTBAX
C 1IN0 MPOMPMIAKTUKA Pa3BUTHS MHTPAOTICPALIMOHHOM
MMeNIonaThn criMHHOoro Mo3ra [10, 20, 26, 28].

B ananusupyemoii Hamu 1uTepaType B 1ediore 6oae3-
HU HE TPOBOIWJIACH OLIEHKA M3MEHEHMS JIATCHTHOCTHU
kopTukanbHoro MBI nipu hacunmmTaimy, 4To mpeacTaB-
JISIET MHTEPEC C TOYKU 3PEHUS] KOPPESINN BKIIOUCHUS
B IIPOBEACHNE TOTIOJTHUTEIFHOTO YU CIIa COXPAHHBIX OBIC-
TPOIIPOBOMSIINX aKCOHOB, YYACTBYIOIINX B peal3aliy
MBII, co ckopoCTbIO 1 KAYECTBOM BOCCTAHOBJIEHUS IBU -
raTeJbHOM (DyHKIINU.

Cy1iecTBEeHHBIM OTpaHUYICHUEM MCCIICTOBAHMS SIBIISI -
eTCSI HO30JIOTMYECKAsT HeCTeINMUIHOCTh N3MEHEHMI

MBI, B cBsI31 ¢ YeM BaXXHO COOII0IeHHE IIPOTOKOJIAa HEeli-
POBU3YaTU3aLIMI B OCTPOM IIEPHOAE COCYINCTON MUEJIO-
MaTUuM, MO3BOJISIONIETO ONMPEAEIUTh NPUYUHY TTaTOJI0-
ru9eckoro coctostHus. Anddy3moHHO-B3BEIICHHEIE
n300pakeHUSI B OCTPOI CTaIWM MO3BOJISIIOT pa3TpaHU-
YUTh COCYAUCTHIC, MH(MEKIIMOHHBIC M BOCITAINTEIBHBIC
W3MEHEHHS; a CTeTIeHb TUTIEPUHTEHCUBHOCTU CUTHAJIa
B T2-pexxnMe nHGOpPMATUBHA IIPU BBISIBJICHUH BEHO3-
Horo Tpom6Go3a [29, 30].

JnarHoctudecKkasi 3HAUMMOCTb Helipodu3noormyec-
KHX TeCTOB M HEMPOBU3YAIM3AIUN B OIICHKE TTOPAsKCHMUS
KOPTUKOCIIMHAILHOTO TpaKTa B Ae0I0Te MHUEJOTATHU
He BBI3BIBACT COMHEHUI, OMHAKO MH(MOPMATHBHOCTB ITPO-
BEICHHBIX MCCIICIOBAHNI 3aBUCUT OT COOJIONCHMS TIPO-
TOKOJIa ucchaenoBanus. Mcmonmb3oBaHne KOMOWMHAIIMT
HeNpohU3NOIOrNIECKX MOAATIBHOCTEN 1 MOCIe10BaTeNb-
HOCTeil MarHUTHO-PE30HAHCHOM TOMOTradu MMO3BOJISIET
HE TOJIBKO TIpoBecTH AudpdepeHINaNIbHYI0 TUAarHOCTUKY
B CIydyae COMHUTEIbHONM KIMHUYECKONW KapTUHBI, HO
¥ CIIPOTHO3MPOBATh KIMHNYECKHE UCXOIBI C YIETOM O00b-
eMa IopakeHusI.
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Mpy HanpaBneHm CTaTbi B pefaKLnio XypHana «HepHO-MbllueuHble Hone3Hu»
aBTOpaM Heo6XoUMO PYKOBOACTBOBATBCA CIeZyHOLLMMU NPaBUIaMIA.
1. 06wwme npaBuna
Mpu NepBUYHOM HanpaBNeHN PyKOMIUCH B PEAAKLMI0 B KOMM dNIEKTPOHHOMO
NnCcbMa AOMKHBI ObITb YKa3aHbl BCe aBTOPbI AaHHOI (TaTbu. 06paTHYI0 CBA3b C pe-
AaKuuei 6yaeT nopaepxuBaTh OTBETCTBEHHDIA aBTOP, 0003HaUeHHbIN B CTaTbe
(cm. NyHKT 2).
MpezcTaBneHue B pefakLmio paHee ony6anKoBaHHbIX CTaTeil He 0MyCKaeTca.
2. 0popmneHne faHHDIX 0 CTaTbe U aBTOpaxX
« llepBas CTpaHULIa JOMKHA COfiEpXaTh:
— Ha3BaHMue CTaTby,
— MHULWanb! 1 GamuaMK Bcex aBTOPOB,
— YUeHble CTeneHy, 3BaHWs, JOMMKHOCTI, MECTO PaboTbl Kax40ro 13 aBTOPOB,
a 1akxe ux ORCID (npu Hanuuum),
— NONHOE Ha3BaHue yupexzaeHna (yupexzeHnit), B KOTOpoM (KOTOpbIX) Bbl-
nonHeHa pabota,
— afpec yupexaeHna (yupexaeHui) ¢ ykasaHuem UHAeKc.
« llocnepHAs cTpaHMLA BOMKHA CofepXaTb (BeeHMA 06 aBTOpe, OTBETCTBEH-
HOM 3 (BA3b C pefaKuueil:
— hamunua, UMA, 0TYECTBO NOMHOCTbIO,
— 3aHUMaeMas JOMKHOCTb,
— yUeHas CTeneHb, yueHoe 3BaHue,
—NepCoHanbHblii MexayHapoaHblii npentugukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblii upeHTudukatop B PUHL (moppobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIV TenedoH,
— QJIpec MEeKTPOHHOI NOUTbI.
3. 0popmneHue TeKcTa
(ratby npuHuMatoTca B gopmartax doc, docx, rtf.
LWpudt —Times New Roman, kernb 14, MeXCTpouHblii uHTepBan 1,5. Bee cTpaHmubl
AOMKHBI 6bITb NPOHYMEPOBaHbI. TeKCT CTaTbi HAYMHAETCA CO BTOPOI CTPaHULIbl.
4. 06bem cTaTeii (6e3 yueta UANIOCTPALMIA U CIUCKA NUTePaTYpbI)
OpurnHanbHas ctatba — He 6onee 12 cTpauL (66nbLunii 06bem fonyckaetca
B UHAVBIAYaNbHOM NOPAJKE, N0 PeLUeHMHo pefaKLmm).
Onucanne KNUHUYECKNX Cny4aes — He bonee 8 cTpaHuL.
0630p nuTepatypbl — He Gonee 20 cTpaHuLL.
Kpatkue coobLieHua 1 nucbMa B pefaKLyio — 3 CTpaHuLbl.
5. Pestome
Ko Bcem Biam cTareii Ha 0TAeNbHOI CTPAHULE JOMKHO 6bITb MPUNOXKEHO pe3io-
Me Ha PycCckoM U1 aHIMIACKOM (110 BO3MOXHOCTH) A3bIKax. Pe3iome JoMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCUMO OT ee TeMaTuKu.
06bem pesiome — He bonee 2500 3HaKoB, BK/t0Yas Npobenbl. Pe3tome He JOMKHO
C0fepaTb CCHUTKM Ha UCTOUHUKIA UTEPATYPbI M UANKCTPATUBHBIN MaTepuan.
Ha 370if Xe CTpaHuLie NOMELLAKTCA KNloueBble CNOBA Ha PYCCKOM 11 aHTNIACKOM
(o BO3MOXXHOCTH) A3blKaX B KonuuecTse o1 3 o 10.
6. CTpyKTypa cTareit
OpuruHanbHas cTaTba JOMKHA COREPKaTh CleayloLLne pasaenbl:
— BBEJeHME,
— Lenb,
— MaTepuanbl U MeToApl,
— pe3ynbTarbl,
—06cyxneHue,
— 3aK/tueHue (BbIBOADI),
— BKNajj BCex aBTopoB B pabory,
— KOHGANKT MHTEPecoB ANA BCex aBTOPOB (B CNlyyae ero oTCyTCTBUA HeobXo-
ZIMO YKa3aTb: «<ABTOPbI 33ABNAIOT 06 OTCYTCTBUM KOHGNMKTA MHTEPECOBY),
— 0fobpeHue NPOTOKONA MCCNESOBAHMA KOMUTETOM M0 BUO3THKE (C yKa3aHU-
€M Homepa 1 JiaTbl NpoToKona),
— MH$OPMIMPOBAHHOE COrNacue NaLMeHTOB (ANA CTaTeil C aBTOPCKUMM MCCe-
ZLOBAHUAMY 1 ONUCAHUAMI KIMHUYECKUX CTyYaeB),

—NpuU HanuuuM GUHAHCMPOBAHUA MCCNEAOBAHNA — YKa3aTb €ro UCTOYHNK
(rpaHT N T.4.),
— bnarofapHocTu (pasaen He ABNAETCA 0643aTeNbHbIM).

7. UnniocTpaTnBHBIN MaTepuan

VnntocTpaTiBHbIit MaTepuan fomxkeH 6biTb NpeaCTaBneH B BUAe OTAENbHbIX ail-
0B 11 He GurypupoBaTb B TeKcTe cTaTbyt. [laHHble Tabnu He JOMKHbI NOBTOPATL AaH-
Hble PUCYHKOB 1 TEKCTa 1 Ha060poT.

Ootorpadum npeactasnatorca B dopmartax TIFF, JPG ¢ paspelueHuem He MeHee
300 dpi (Touek Ha atoitm).

PucyHku, rpadmku, cxembl, Anarpammbl JOMmKHbI ObiTb pefakTupyembiMu,
BbInonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pucyHKn LomxkHbl 6biITb NPOHYMEPOBaHbI 1 CHabXeHbl NOAPUCYHOUHBIMM
nognucamu. OparmeHTbl pucyHKa 0603HaYaIOTCA CTPOYHBIMU BYKBaMIU pyccKoro anda-
BUTa — «a», «6» N T. 1. Bce cokpaluenua, o6o3HaueHua B BULe KpuBbIX, Ok, Ludp
WT. fi., NCNONb30BAHHDIE Ha PUCYHKE, BOMKHBI ObITb paciundpoBaHbl B NOAPUCYHOUHOI
noanuan. lMoZnucy K pUcyHKam JaloTca Ha OTAENbHOM INCTe NMOCTIe TeKCTa CTaTbul B 0f-
HOM C Heil daiine.

Tabnuubl JomKHbI 6bITb HArNAZHBIMY, UMETb Ha3BaHue 11 NOPALKOBbII HOMep.
3aronoBKy rpad AOMKHbI COOTBETCTBOBATD MX COAepKaHuIo. Bce cokpaleHus pacnd-
POBbIBAOTCA B NPUMeYaHUM K Tabnuue.

8. EAVHMLbI N3MepeHuns 1 COKpaLLeHna

Enunnupl n3mepenua fattca B MexayHapogHoii cucteme egunny (CU).

CokpateHua cnoB He fonyckattca, kpome obiienpuHATbIX. Bee abbpesuatypbl
B TEKCTe CTaTbi JOMKHbI ObITb MONHOCTBI PaciundpoBaHbl Npu NepBOM yNOMUHAHUN
(Hanpumep, HepBHO-MblLeyHble bonesn (HMB)).

9. CnncoK nuTepatypbl

Ha cnepytoweii nocne Tekcta CTpaHuLe CTaTbyt JOMKEH pacrionaratbcsl CUCOK
LMTUDYeMOiA IUTEpaTypbl.

Bce nctouHmKm JomkHbI 6bITb NPOHYMepOBaHbI, HyMepaLma 0CyLLecTBAALTCA
CTPOro N0 NOPAAKY LUTMPOBAHUA B TEKCTe CTaTby, He B andaBUTHOM nopszke. Bee
CCHIKI HA UCTOYHNKI IUTEPATYpPbI B TeKCTe CTaTbi 0603HaualoTca apabekumu und-
pamin B KBaApaTHbIX ckobkax HaunHas ¢ 1 (Hanpumep, [51). KonnuectBo uutupye-
MbIX paboT: B OpUTMHAMIbHBIX CTaTbAX — He bonee 20—25, B 0630pax nuTepaTypbl —
He 6onee 60.

(CcbInKu BOMKHDBI 1aBaTbCA Ha NepBOUCTOUHIKM, LUTMPOBAHUE OBHOTO aBTOpa
no pabote Apyroro HeoMYCTUMO.

BkntoueHue B CN1cok nUTepaTypbl Te31COB BO3MOXKHO UCKIOUUTENIBHO NPU CCbIA-
Ke Ha MHOCTPaHHbIe (aHIM0A3bIYHbIE) UCTOUHMKMN.

(CcolnKy Ha AvccepTaumy U aBTopedepatbl, HeomyonuKoBaHHble paboTbl, a Takxke
Ha JlaHHble, NONyYeHHble U3 HeOGULMANbHBIX UHTEPHET-UCTOYHUKOB, He AOMYCKAIOTCA.

[InA KaXporo UCTOUHMKA HEOBXOAMMO YKa3aTb: Gamunv U MHULMANbI ABTOPOB
(ecnm aBTopoB Bonee 4, yka3biBaKOTCA NEPBbIE 3 aBTOPA, 3aTeM CTABUTCA «U ip.» B PyC-
ckom 1w et al.” B aHTAMIACKOM B TeKcTe). ABTOPbI LIUTMPYEMbIX UCTOYHUKOB AOMKHbI
6bITb yKa3aHbl B TOM e NOPALKE, UTO U B NEPBOUCTOUHNKE.

Mpy ccbinKe Ha CTaTbU M3 XYPHANOB NOC/IE ABTOPOB YKa3bIBAKT Ha3BaHME (Ta-
Tbl, Ha3BaHUe XypHana, rofi, ToM, HoMep Bbinycka, cTpanuubl, PMID u DOI ctatou (npu
Hanuuuu). Mpy ccolnke Ha MOHOTpadMu YKa3biBAKT TakKe MONHOE Ha3BaHWE KHUTY,
MECTO U3faHus, Ha3BaHUe U3[aTeNbCTBa, FOf U3[aHUA, YACTIO CTPAHML.

(1aTby, He COOTBETCTBYIOLLME AAHHBIM Tpe6GoBaHNAM, K pacCMOTpPeHUIo
He NPUHUMAIOTCA.

061wwme nonoxeHua:

« PaccmoTpeHue CTaTbi Ha NpeAMeT NY6ANKALWY 3aHNMAET He MeHee 8 Helenb.

« Bce nocTynatowuye cTaTby peLieH3upytoTea. PeLieH3ua ABNAETCA aHOHUMHOIA.

« Pepakuma octaBnser 3a co6oii NpaBo Ha pefaKTUPOBaHMe CTaTel, NpecTaB-
NEHHbIX K My6avKawumm.

« Pefakuma He npepocTaBnAeT aBTOpCKME SK3emMAnApbl XypHana. Homep
KypHana MOXHO MOMYYMTb Ha OOWMX OCHOBaHUAX (CM. MHGOpMaLUI0
Ha caiiTe).

Matepuanbi gna ny6nukaumm NpUHMMAlOTCA no aapecy neuromuscular.
diseases@gmail.com.

Nonnas Bepcua Tpe6oBaHMII NpeACTaBNEHa Ha cailTe XypHana.





