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H3panue PeruonanbHoii oowecmseHHol opranu3ayuu «OBLECTBO CNELWANUCTOB N0 HEPBHO-MbILWEYHbLIM BOJNIE3HAM~»

XypHan «HepBHO-MbileyHble 60ne3HU» BKMOYEH B MNepeyeHb BeAYILMX PELEeH3UPYEMbIX HAYUYHbIX XKyp-
HasOB, B KOTOPbIX My6JMKYIOTCA OCHOBHbIE Hay4YHble pe3ysbTaTbl AUCCEPTaLMii Ha COMCKAHME YYEeHOM CTe-
neHu AOKTOPa W KaHAMAATa HayK.

C 2011 roga »ypHan BkatoyeH B HayuHyto aneKTpoHHY0 61banoTeKy n PoCCUitCKNIl MHAEKC HAyYHOTO
umtuposaHus (PUHL), nmeet umnakrt-cakrtop.

C 2015 ropma ypHan 3apeructpuposaH B CrossRef, cTtatbu uHAeKcupytoTca ¢ nomolwblo LudpoBoro
upentndukaropa DOI.

C 2015 ropa aneKTpOHHas BEPCUA XypHana npefcTaBieHa B BeyLLMX POCCUIACKUX U MUPOBBIX 3NEKTPOHHbIX
6ubnuotekax, B Tom uncne EBSCO n DOAJ.

B mae 2017 r. npuHATO pelueHue 0 BKIOYeHUM ypHana B B[l Scopus.

HepBHO-MbIWeYHbIE

bOJIE3HA

EHHEKBAPTA/IbHbBINA
HAYYHO-NPAKTHYECKHA

InasHas 3a0a4a xypHana «HepsHo-mMbilieYHbIe 60e3HUY — NYOIUKAUUSA cOBpeMeHHOU UuHpopmayuu
0 HAYyYHbIX KIUHUYECKUX UCCe008aHUSX, HOBbIX Memodax OudzHOCMUuKu U JfleyeHus 6onesHeli
HepsHoU cucmemsl.

Llenb usdanus — uHgopmuposams 0 docmuxeHusx 8 061aCMU NAMOo02UU hepugepuyecKux Hepsos
U MbllY, CGHOPMUPOBAMb NOHUMAHUE HEoOX00UMOCMU KOMNJICKCHO20 MeXOUCUUNIUHAPHO20
nooxoda u 06beOUHeHUs CNeyuanucmos pasHbix obaacmel MeOUUUHCKOU HayKu: Kapouoso208,
ny/IbMOHO/I0208, 3HOOKPUHOI0208, 2ACMPOIHMEPOT0208, 2eHEMUKOB, UMMYHOI0208, MOPEOI0208,
peabuumonozos, cneyuasucmos 8 obaacmu Helpogusuosozuu u Helposusyanu3ayuu u Bcex
UHMepPeCcyUjUXCs HepBHO-MbllueYHOLU namosoaued.
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CuHapoM BepxHeil anepmypbl rpyAHOI KNemKu:
KNUHUYECKUe U AuarHocmu4eckue ocoéenHocmu

A.®. Mypra3una, C.C. Hukurun, E.C. Haymosa
Meoduyunckuii yeump «Illpakmuueckas Hesponoeus»; Poccus, 117258 Mockea, ya. Kpacuxcanosckoeo, 17/2

Koumaxmei: Aiicony Panzupoena Mypmasuna aysylumurtazina@gmail.com

C mex nop Kak 6vin 866e0eH mepMuH «CUHOPOM @epXHell anepmypbi epyOHoll kaemiku» (thoracic outlet syndrome, TOS), ne npekpa-
Wamces CHOpbl 0 NPABOMEPHOCIU MAK020 QUACHO3A, €20 0eUHUYUAX, B03MOICHOU OUACHOCMUKE U AeYeHUU. 3auHmepeco8aHHOCMY
DA3HbIX AHAMOMUYECKUX CMPYKMYP 00yCcA08AU8AeM MHO2000pa3ue KAUHUYecKux éapuanmog. Pakm nopaxcenus nie1eeoeo chie-
meHus npu Hauboaee yacmom eapuanme 604e3HU — HellpoeeHHOM — pedko yoaemcs noomeepoums uHcmpymenmanvro. 3a 60 rem
NOUCKO08 «3040Mm020 cmandapma» duaenocmuku TOS Hakonunoce 6orvuoe kKoauecmeo nyoaukayuii. B o63ope ydeseno enumanue
KAUHUMECKUM NPOACHUAM HEUPO2EHHO20 8APUAHMA, A MAKICE PACCMOMPEHbl MemOoObl UHCMPYMEHMAAbHOU QUAZHOCMUKY IMOil
namonoauu.

Karoueewie caoea: cundpom éepxueil anepmypol epyoroil kaemku, Hetipoeennstii TOS, apmepuansruiii TOS, éenosnbiii TOS, mesxciecmuuy-
HOe nPOCMPancmeo, pedepHo-KAIUUYHOe NPOCMPAHCME0, CYOneKmopanbHoe NPoCMpancmeo

DOI: 10.17650/2222-8721-2017-7-4-10-19

Thoracic outlet syndrome: clinical and diagnostic features

A.F. Murtazina, S.S. Nikitin, E.S. Naumova
Medical Center “Practical Neurology”, Association of Neuromuscular Disorders Specialists;
Build. 2, 17 Krzhizhanovskogo St., Moscow 117258, Russia

Since the term “thoracic outlet syndrome” (TOS) has been introduced, there have been disputes about the accuracy of the diagnosis, defini-
tion, diagnostic workup and treatment of this condition. Existing clinical variants include involvement of blood vessels and nerve fibers.
Neurogenic TOS, consisting of the brachial plexus compression, is the most common variant of TOS, which is also the most hardly proven by
physical findings, imaging or electrodiagnostic studies. A long history of searching the “gold standard” for TOS diagnosis has led to a large
number of publications. The current paper reviews the symptoms and diagnostic approaches to the neurogenic TOS.

Key words: thoracic outlet syndrome, neurogenic TOS, arterial vascular TOS, venous vascular TOS, interscalene space, costoclavicular

space, subpectoral space

BsepeHue

[lepBBIic YITOMUHAHUS O COCTOSTHUSIX, CETOMHST paccMa-
TPUBAEMBIX KaK CHHIPOM BEpXHEU aIepTyphbl I'PyTHOMN
kiaetku (thoracic outlet syndrome, TOS), oTtHOCATCS
ko II Bexy Hamieit aphl [1, 2], OmMHAKO 3TOT TEPMUH OBIT
BBeneH R.M. Peet u coaBr. B 1956 . [3]. Hecmotps
Ha 00JIbIIIe YeM ITOTyBEKOBYIO NCTOPHIO N3YICHUSI JaHHOM
MMaTOJIOTUH, A0 CUX ITOP HET eAMHOTO MHEHMS HEe TOJIBKO
0 IMarHOCTUYECKUX 1 JICUCOHBIX TTOIX0IaX, HO Jaxe O TIpa-
BOMEPHOCTH CYILIECTBOBAHMSI CAMOIo TepMHHa [4—6].

Cerogua non TOS mompasyMeBaloT CHUMITTOMOKOM-
IJIEKC, XapaKTePU3YIOIINICS 00JIBIO, TTapecTe3nsIMU, Cila-
0OCTBIO M/WIN OTUCKOMMOPTOM B BepXHE KOHEYHOCTH,
CBSI3aHHBIMH CO CIABJICHEM HEPBOB IICYEBOTO CILICTCHMS
/WA COaBJICHUEM,/CTEHO30M ITOIKIIOUMYHBIX COCYIOB
B 00JIaCTU BepXHE# amepTypbl IpymaHON KieTku [7—12].
B BepxHeit amepType KaK aHATOMHYECKOM OOpa30BaHMU

BBIICIISAIOT 3 00JIaCTH, B KOTOPBIX YaIlle BCETO KOMITPUMM-
PYIOTCS COCYIMCTRIN M HEPBHBIH ITy4IKH (puc. 1): TIpocTpaH-
CTBO MEXIYy JICCTHUYHBIMH MBIIIIIAMH (TaK Ha3bIBAEMOE
MEXJIECTHUIHOE TIPOCTPAHCTBO), PeOEepHO-KIIOUYNIHOE
¥ CYyOTIEKTOpaJIbHOE IIPOCTPAHCTBA. B 3aBCHMMOCTH OT 00-
JIACTH Y TIPEUMYIIIECTBEHHOTO CHABJICHUSI HEPBHBIX WJIH CO-
CYIUCTBIX CTPYKTYp Bemyltie cumntoMel TOS mMoryT pas-
nngatbcsi. HeszaBHUCMMO OT 3TOro, Bce IIPOSBICHUS
00BEIMHEHBI B OMMH CUMTOMOKOMILIEKC B CBSI3U C JIOKAJIH -
3alleii, YTO HAIIUIO OTPaKEHNE B Ha3BaHUU CHHIPOMA.

0O030p TOCBSIIEH TUarHocTuke HeliporeHHoro TOS,
YacTOTO Y IIPY 3TOM CaMOTO CITOPHOTO BapraHTa O0JIe3HM.
IMouck B 6a3e PubMed 0630poB mo 3ampocy «diagnosis
of thoracic outlet syndrome» o6HapyXui 92 aHTJIOSI3bIU-
HBIX ITyOJIMKAIIMU U TOJBKO 1 0030p Ha PYCCKOM SI3BIKE
[13]. BémbImast yacTh OTeUEeCTBEHHBIX ITyOIMKAIIHIA TTOCBSI-
IeHa xupypruyeckomy JieueHuio TOS.
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CpepHAA necTHUYHaA MbiLLa /
Middle scalene muscle

lneyesoe cnneteHme

Kntounua / Clavicle Brachial plexus

I'Iepe,uuaa NeCTHUYHa

mblwwa / Anterior MoakntounuHaa

aprepua / Subclavian
artery
MNoakntounuHaa
BeHa / Subclavian
vein

Manas rpyaHas mbiwia /
Pectoralis minor

Puc. 1. Tpu obaacmu, 6 komopwix yaue KOMAPUMUPYIOMCS COCYOUCTbLLL U
HepEHbLll NYUKU: NPOCMPAHCMEO MeNcdy AeCHUMHbIMU Mbluyamu (max
Haszvleaemoe MelCAeCMHUMHOe NPOCMPAHCMB0), pebepHO-KAoHu1Hoe U cyo-
NeKmopanbHoe npoCmpancmea

Fig. 1. Three areas where the vascular and nerve plexuses are usually
compressed: the space between the scalene muscles (so-called interscalene
space), costoclavicular and subpectoralis spaces

Knaccuthurayus u 3anugemuonorus cungpomMa

BepxHeii anepmypbl rpyAHOIl KNemxu

IIpemnoxensl pa3Hble Kiaccupukamuu TOS, n3 Ko-
TOPBIX CaMO¥1 TTOITYJISIPHOM SABJISICTCS pa3aeaeHIe CHHIPO-
Ma B 3aBUCHMOCTH OT IIPENMYIIECTBEHHOTO BOBJICUCHMST
B IIPOILIECC CTPYKTYP, BXOMSIINX B BEPXHIOIO aIrlepTypy [8,
9, 14, 15], Ha OCHOBaHMM YETO BBHIACISIOT 4 OCHOBHBIX
BapMaHTa: apTepUaIbHBI, BEHO3HBIM, HEWPOTCHHBIA
W CMEIIIaHHBIN COCYIUCTO-HelporeHHbIH (Tadm. 1). Heii-
porenHbIit Tum TOS TTogpa3aeasroT Ha UICTUHHBIN HEepo-
TeHHBIN (KOTma mopaxkeHne HepBHBIX CTPYKTYP TTOATBEP-
XKIASTCS KIMHUYECKH WA TaHHBIMA MHCTPYMEHTATBHBIX
WCCIIEIOBAaHMI) W CITOPHBIM HEMPOTeHHBIM (neurogenic
disputed, Korma Ipy HaJIMYNH 3Kaj100 HAa IyBCTBUTEILHBIC
HapyIIeHNSI OHU HUKAaK HE MOATBEPKIAIOTCS OObEKTUB-
HO). HexoToprle aBTOpHI TaKxKe BEIIEIISIOT S5-I BApUaHT —
TpaBMaTUYeCKWi HelipoBacKyasipHbIid TOS [16].

B 95 % Bcex caydaeB TOS HabGogaeTcst HEiipOreH-
HbIIf BApUaHT, B 3 % — BeHO3HbIA U uiib B 1 % — apre-
puanbHbIii [8, 11, 15, 17]. B cocraBe HeliporeHHOTro Ha 10-
mo ciydaeB uctuHHoro TOS mpmxomures Bcero 1 %,
pacmpocTpaHEeHHOCTh KoToporo coctasisgeT 1:1000000,
yactorta cnopHoro TOS mocturaer 80:1000 [7, 8, 17], mpu-

YeM 4Jallle TTaTOJIOTHsI BCTpeuaeTcsl Y XKeHIITUH B BO3PacTe
20—40 net [17].

dmuonorus cusapoMa BepxHeii anepmypbl rPYAHOI KNemxu
Oo6bryHO TOS pasBuBaeTcs BCIEACTBUE CHABICHUS
IJICYEBOrO CIUIETEHUS M/WIM MOAKIIOYMYHBIX COCYIOB.
IIpenpacronararomre GakTopsl KOMITPECCUNA COCYIANCTO-
HEPBHOTO ITy4Ka B 00JaCTH BEPXHEN amepTypsl TPYIHOM

KJIETKM MOXHO OOBEIMHUTH B 2 OOJIBIIIME TPYIIITBL: BPO-
XKIeHHbIe U TpuodpeteHHbie [10, 18, 19].

Bpooicdennsie pakmopubt BKITIOYAIOT KOCTHBIE (100aBOY-
Hoe IIeifHOe Pedpo, YITIMHEHHBIH ITOIIepEeYHBIN OTPOCTOK
VII meitHoro mo3BoHKa) M (GpUOpPO3HBIE (ITOTEPEeUYHO-PE-
OepHBIe, pebepHO-pedepHBIE CBSI3KI) aHOMAINH (puc. 2).
Ot meitHOTO pedpa YIJIMHEHHBIHN ITOIIepeYHBI OTPOCTOK
OTJINYAETCSI OTCYTCTBHEM ITOIIEPEIHO-PeOEPHOTO CyCTaBa
[20]. B obmieit monmyasguuy mepedrciieHHbIe aHOMAaJIuU
Bcrpevaoress B 0,01—0,50 % caydaeB, a mpu TOS —
B ~10 % [21]. Cienyer momYepKHYTh, YTO MX HaaU4yue
He 00s13aTe/1bHO BeaeT K pa3sutuio TOS (Hampumep, 90 %
OOHapyXeHHBIX J00ABOYHBIX IIEHHBIX pedep OeccuMIl-
toMHO) [18, 20]. Yacto nipu pazsutum TOS BpoXneHHBIC
aHOMAJIMH COYETAIOTCS C TPABMATHICCKMMU HApYIIEHUSI-
MU WIA TIPOSIBIITIOTCS TIPU U3MEHEHMSIX OCAHKH M COCTO-
STHUSI MBI, BpoxXmeHHass aHaToOMU4YecKasi 0COOCHHOCTh
BepXHEH anepTypsl TPYIHOM KJIIETKU — JIUIITh OMWH 13 MHO-
TOYMCIICHHBIX IIpeapacIioiaraloImx (pakTopoB pa3BUTHS
TOS.

Ilpuobpemennvie npuvunsl OObSTNHSIIOT TaK Ha3bIBac-
MbIe (PYHKIIMOHAJIBHBIC, ITOCTTPaBMAaTHUECKHE (haKTOPBI
¥ BTOPMYHOE TTOPAXKEHUE COCYIMCTOrO HEpBHOTO ITyYKa
BCJIEICTBHE TAKUX COCTOSHUII, KaK OIYXOJb BEPXYIIKHU
Jierkoro uiau nuMmdaneHomeranus [18, 22]. [To maHHBIM
psiIa aBTOPOB, TTOCTTPaBMaTUICCKIE IIPUINHBI COCTABIISI-
o1 10 2/3 cirygaeB TOS [23, 24]. K pa3zsuturo TOS mMoryt
TIPUBECTH TIEPEIOMBI KITIOUUITBI, OMHOKPATHBIC WIIM I10-
BTOpPHBIC TPaBMBI IJIeYa, ITOBPEXKICHMS IICITHOTO OTHeIa
MO3BOHOYHUKA. JINarHOCTMYECKIM KPUTEPUEM CUNTACTCST
pasBute cuMnToMoB TOS B TeueHme 2 JeT Tocie

Puc. 2. Komnvromepro-momozepaguueckoe uzobpaxicerue KOCMHbIX AHOMA-
Auil gepxHeli anepmypsl epyOHOU KAemKU: CAe6a cmpeaka yKasvleaem Ha
dobasouHoe wieiiHoe pebpo, cnpaga — Ha YOAUHEeHHbII HONEPeYHblll OMPOCIOK
VII weiinoeo noseonka

Fig. 2. Computed tomography image of bone abnormalities of the thoracic
outlet: an arrow on the left points to an additional cervical rib, an arrow on
the right — to an elongated transverse process of the VII cervical vertebra
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nosryaeHust TpaBmbl [10]. Hampumep, ¢pubpo3 nepemHeit
JIECTHUIHO MBIIIIIBI, PA3BUBIINICS TTOCIIE €€ TIOBpEeXIe-
HHUSI, MOXET OBITh NPUYNHON KOMIIPECCUU ILICYEBOTO
CILTeTCHUS.

«DyHKIMOHATBHBIe» TPMYMHBI TOS, 0COOEHHO TakKe
KaK IIOCTypajbHBbIE HApyIICHUsS W M3MEHEHUs TOHYca
MBI IIEH, SIBJITIOTCSI CAMBIMHM YaCTHIMK, HO TIPH 3TOM
CITOPHBIMH TIpU (hOPMYIMPOBKe Truarao3a. CyTyible Xyao0-
IIABBIE JIIOIU C TTOKATBIMU IUIeYaMU OOJIbIIE TIOABEPKEHBI
CHABJICHUIO TUICYEBOTO CIICTCHUS B BUIY CYXKeHUS pedep-
HO-KJTIOYMIHOTO TIPOCTPAHCTBA.

I[Toxa3zaHo, 4YTO MBIIIIB BepXHEH amepTypHl,
a UMEHHO BCIIOMOTAaTEJIbHBIC IbIXaTeJIbHBIC MBIIIIIHI,
B OCHOBHOM COCTOSIT M3 BOJIOKOH 1-T0 THTIA ¥ CITOCOOHBI
HaXOIMWTHCS B COCTOSSHUM IIATEIILHOTO HAIIPSIKCHUS
[25]. UaTepeceH TOT akT, uto nipu TOS mpencraBieH-
HOCTh MBIIIIEYHBIX BOJOKOH 1-TO THIIa B IepegHEi
JIECTHUYHOM MbIlie Bo3pacraer ¢ 70 go 85 % [25].
UpesmepHOE DU3NIECKOE M IMOIIMOHAIBHOE HAIIPSIKe-
HHUE, HeOJIaronpHATHBICE TICHUXOCOIIMAJbHBIC YCIOBUS
CIIOCOOCTBYIOT JUTMTEIbHOMY HETIPOM3BOJIbHOMY HaIIpsI-
XKEHHUIO OIPENeICHHBIX T'PYIIT MBIIII, YTO IPUBOIUT
K ux runeprpodun. B yactHoCcTH, THUIIEpTPOGUS IEpea-
HEM JIECTHUYHOM MBIl MOXET ObITh MPUUUHON KOM-
IIPECCUH TIJICYEBOTO CIIJICTCHMS.

KnusuyecKue nposBNeHus cunapoma

BepxHeil anepmypbl rpyAHOIl KNemxu

OcHoBHbBIe BapraHThl TOS pa3nnyaroT 1o KJIIMHuYe-
CKMM TIpu3HaKaM. [1pu mpogo/sKUTEeTEHOM IPEeXOIsIIeM
CHABJICHUH TTOXKIIIOUNIHOU apmepuu pa3BUBACTCS XPO-
HUYeCKas UIIEMUS pyKH, 9TO MOKET MPOSIBIISITHCS ITape-
CTe3UsIMM, OHEMEHHEM, TTOOJIETHEHNEM KOXM, aCMMe-
TpHUell TeMIIepaTyphl KUCTH, IIPEXOISIIEi CIa00CThHIO
B BepxXHEM KOHEYHOCTH, YMEHBIIICHEM KPOBEHAIIOJTHE-
HUSI AUCTAJIbHBIX COCYIOB BIUIOTH 10 OTCYTCTBUSA ITyJIbCa,
OTHAKO 4Yallle BCTPEUYACTCS] eAWHCTBEHHBIN CUMIITOM —
TaK Ha3blBaeMas MepeMexXawllas XpoOMOTa B BEpXHEW
KOHEYHOCTH [26, 27]. CUMIITOMBI JOJITOE BPEMSI MOTYT
OCTaBaThCS MAJIOBBIPAXKEHHBIMU U HE 00paIaTh Ha ceOs
BHUMaHUe. [1pu ocTpom TpoMOO3e MM SMOOINY apTepUr
Ha 1-e MeCTO BEIXOISIT OCTpasi 00JIb U TTOOJIETHEHUE BEPX-
Hell KoHeyHocTH. [AmarHocTthKa aprepuanpHoro TOS
MIPEeNMYIIEeCTBEHHO paaroIornIecKast: peHTreHorpadus,
koMmnbiotepHast (KT) m maraHuTHO-pe3oHaHcHast (MP)
aAaruorpadus, yiabTpa3BykKoBoe (¥Y3) mOMIIIEpOBCKOE
HCCIIeIOBaHNUE.

YacTHbIil BapuaHT eernozno2o TOS mipu TpoM0O03e moji-
KJTIOYMIHOM BeHBI ITOJTYIMII Ha3BaHWe cuHIpoMa Ilemxke-
ta — LlpeTtTepa [26, 28, 29]. Heokki1r03upyoLuii TpoMO03
MMOIKTIOUNIHONM BEHBI MOXET OBITh O€CCHMITTOMHBIM
WY TIPOSIBIISITBCS TOJIBKO TIPH OIIPeIeICHHOM TOJIOXKECHUT
BepxHEU KOHEYHOCTHU. [IpM OKKITIO3UM CHUMIITOMEI OYe-
BUIHBI ¥ BKITIOUYAIOT T PY3HBIIN OTEK BepXHEH KOHEUHO-
CTH, IIMaHO3 M 00J1b. JIJIS1 ITOCTAaHOBKM IMarHO3a ITOJIyJeH-
HBIE OOBEKTHBHBIC NAaHHBIC HEOOXOOMMO COIIOCTABUTH

C pe3yJIBTaTaMH1 JTyIeBbIX METOIOB UCCIICAOBAHUS, B TIEP-
BYIO oYepelb MyIUIEKCHOTO CKAHMPOBAHUS BEH BEpXHEU
koHeuyHoct. Ecim ¥Y3-nccnenmoBanue (Y3U) HemHbop-
MaTUBHO, MOTYT ObITh puMeHeHbl KT- 1 MP-¢nedorpa-
dus [29]. Kak 1 mpu aprepuanbHoM TOS, mpu BeHO3HOM
BapuaHTe TMAarHOCTUYECKas IIEHHOCTD JIYIeBBIX METOIOB
BO3pacTaeT MPH MCITOIb30BaHNH ITOCTYPAIBHBIX TIPO0.

YcnoBHOe TompasnmencHUe Helpoeennoeo TOS
Ha UCTUHHBIN 1 CIIOPHBII OCHOBAHO Ha OOHAPYKEHWH/OT-
CYTCTBUM OOBEKTUBHBIX KIMHNYECKNX JaHHBIX [7—11, 14,
16, 18, 26]. dns ucmunnozo BapuaHTa 00s13aTEIbHO HAJIM -
e TOPakeHMSI TUIEUYEBOTO CIUIETCHUS TIPU OO BEKTUBHOM
OCMOTpE 1 OTKJIOHEHHI 110 JAaHHBIM 3JIEKTPOGU3NOIOTH-
YeCKOTO0 rcciieqoBaHmsI. KilmHnaeckue mpru3HaKy BKITIO-
4aloT aTpOGUIO MBI KUCTA U TIPEAIICYbs, HAUMHAIO-
IIyIOCs, KaK IMPaBUJIO, C MBIIIII] TUIIOTeHAPA U UMEIOIITYIO
MEIUICHHO TIPOTPECCUPYIOIINI XapakTep IO TaHHBIM
a"Hamue3a [18]. [Ip1 HEBPOIOTMYECKOM OCMOTpE TaKXKe
MOXHO BBISIBUTH THIIECTE3UIO JIOKTEBOM CTOPOHBI KUCTU
¥ pexXe MeIUaIbHOM IMMOBEPXHOCTHU mpenmuieubs. McTtrH-
HBI HeiiporeHHbIn TOS mpakTWyeckW Bcerna CBsI3aH
C KaKoW-1100 KOCTHOU aHOMaJIME — HAJTMUMEM LIEMHO-
ro pedpa Wwin rurepTpoPOBAaHHBIM ITOIIEPEUHBIM OT-
poctkoM VII mieitHoro no3poHka. Pa3Butue UCTUHHOTO
HeiiporenHoro TOS ¢ ABYX CTOPOH, B OTJIMYME OT CITOPHO-
To, BCTpeyaeTcst peako [26].

MHoroobpasue cMMIITOMOB cnopHoeo TOS ompenernsi-
€T BaXKHOCTD BBIIC/ICHUS KIMHUIYECKIX KPUTEPUEB ITOCTa-
HOBKU auarHo3a. K caMbIM 9acThIM XajtobaM IIpH CITOpP-
HoM TOS otHocsitcst 60mb (88 %), oHemeHue (98 %)
U cnabocTh MblLL (55 %) Beeit BepxHeit KoHeuHoCTH [11,
18]. BT cMMIITOMBI MOTYT HAOJIIOIATHCS B [IOKOE, OMHAKO
qale MPOBOLMPYIOTCS W YCHIIMBAIOTCS TIPU OIpeAcICH-
HOM €€ TIOJIOKCHHMHU, B YACTHOCTH TIPH ITOXbEME BBIIIIE
YPOBHS TIJIeYa YUIM TIPU YASPXKAHUM TSKETBIX TIPEIMETOB
B BBITSIHYTO# BHU3 pyKe [16, 18]. Boib 1 4yBcTBUTENIBHBIE
HapYIICHMS Yallle pacIpOCTPAHSIOTCS 10 JIOKTEBOI CTO-
pPOHE KWCTH, UTO SIBJISIETCS] BAXKHBIM KIIMHUYCCKUM TIPH-
3HakoM HeiiporenHoro TOS [10]. Takke manpeHTa MOTYT
0ecrnoKoUTh 0011 B 00JIACTU TTOAMBIIIIEYHOU SIMKH, B 11I€e,
IeJe, HepeaKo 00YCIOBICHHBIE MBIIIIEUHO-TOHMYECKUMU
HapymeHusmu [18].

ITpomosKkaroTCst CITOPBI O CBSI3U ITOPaKCHUS BEPXHETO
CTBOJIA TUTeYeBOTO crureTeHus mpu TOS ¢ TaKMMU CUMIITO-
MaMH, KaK TapecTe3n 1 00U B IIPOKCUMATBHBIX OTICIIaX
BepxXHE KOHEYHOCTH M UX PACIIPOCTPaHEHME T10 JIyYeBOM
CTOPOHE TIPEATUICYbs] K KUCTU. DTO MO3BOJISICT PSIY aBTO-
POB BbIIEISITH THITHI TOS 110 CTeTIeHr BOBJICUESHMST CTBOJIOB
mreyeBoro crutererus [7, 9, 30], HO mpu 3TOM eCTh MHE-
HUE, 9TO TTOPaXKEeHNE BEPXHUX CTPYKTYP ILICUEBOTO CILIC-
TEHUS BCTpevaeTcs KpaiiHe peako [18].

OOBEKTUBHBI OCMOTP UTpaeT OOJIBIIYIO POJIb B IM-
arHoctuke cropHoro TOS. HecMoTpss Ha OTCyTCTBHE
TMAaTOTHOMOHWYHBIX ITPM3HAKOB, TIOAPOOHBIN HEBPOJIOTH -
YeCKHUIT OCMOTP MO3BOJIsIeT A depeHIINPOBaTh HEUPO-
reHHbii TOS ¥ WHBIE KOMIIPECCHMOHHBIE CHUHIPOMBEIL.
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B mepByto odepenp ciaemyeT 00paTUTh BHUMaHUE Ha 0CO-
OCHHOCTH TeJIoCTIoXeHU nanreHTa. Kinaccnmaeckum de-
HotumoM 6osibHOTO TOS sIBNIsSIeTCS coueTaHME MIMHHOU
IIeW C TOKATBIMM IUIedaMM. TakkKe ciaemyeT OLICHUTH
OCaHKy MaIllMeHTa, IOJOXCHHE JOIaTOK, OCOOCHHO
IIpY ABIDKEHUH PyKaMM M GU3MIECKHUX Harpy3Kax.

Becnokostimue mamyeHTa CHMIITOMBI MOTYT OBITH
CIIPOBOIIMPOBAHHKI TTAJIbITAIICH HAIKITIOUMIHOM 001aCcTH
(TmonoxxuTtenbHLBIN TecT Morley) [10, 12, 18].

OrpannyeHs OBIDKCHUN pyKaMM, CBSI3aHHBIC C TIe-
peHanpsLKeHNEM MBI WM HeTPaBUIBHON OCaHKOIA,
BBISIBIISIIOTCS TIPY MCCIIEIOBAaHUN 00beMa aKTUBHBIX 1 T1aC-
CHUBHBIX IBMKCHUI BepXHUX KOHeUHOCTel. O0sI3aTeTbHOM
YacThI0 OCMOTpa SBJISIETCS OIIEHKA CHMJIBI BCEX TPYIIII
MbI 1o mkajae MRC, 1o Bo3MOXHOCTH C UCITOIb30Ba-
HUeM nTuHamoMeTpa [12, 31].

Kpome craHmapTHOrO HEBPOJOTMYECKOTO OCMOTpa
C OLICHKOW 4YYBCTBUTEJIbHON UM JBUTATEJIbHON cdep,
mpu nomo3peHnr Ha TOS pekoMeHIyeTcsl IpOBEICHUE
MPOBOKALIMOHHBIX TecToB [7, 30, 32, 33]. K HUM oTHOCST-
cs mpoba DrcoHa, pa3Hbie MAaHEBPHI, YMEHBIIIAIOIINE Pe-
OepPHO-KIIOUNMYHOE IMTPOCTPAHCTBO, TUIIEPAOIyKIIMOHHAS
mpoba (tect Paiita), Tect EAST (elevated arm stress test).
HemocratkoM BceX MepedMCIICHHBIX M IPOYUX TECTOB,
a TakKe IPOBOKALIMOHHBIX IPO0 SABJISIETCS WX HU3KAs
celM(UIHOCTh U YYBCTBUTENLHOCTD [34, 35]. JaHHbIE
MHOTHX MCCIeI0BaHII ITOKa3aJI HeIOCTOBEPHOCTD KJIac-
CHYECKHUX TTPOBOKAIIMOHHBIX TECTOB M YaCTO JIOKHOIIOJIO-
XKUTEJbHBIC pe3YyIbTaThl MX UCIIOIB30BAHUS Y 300POBBIX
Jiir [36] Wiy y malMeHTOB ¢ IPYroii aToJIoTuel, Harpy-
MEp C CMHIPOMOM KapItaJibHOro KaHana [35].

HHcmpymenmanbHas guarHocmuka

BriepBrie BO3MOXHOCTH OOHAPYXeHUSI OTKIOHECHUI
mpu TOS MeTomaMu 31eKTPOANATrHOCTUIECKO MEIUIIMHBI
(anmexTpommorpacdust) mponeMoHcTprupoBaHa R.W. Gilliatt
u coasT. B 1970—1978 rr. [37]. beutn maxke chopmyamupo-
BaHBI 3JIeKTpodu3nogorndeckue kpurepuu TOS, BKIIO-
YaBIIe CHIDKCHHE aMIUIMTYIBl M-OTBeTa CpeaIrHHOTO
HepBa M TOTEHLMANa IEeWCTBUS HEpBa IJISI CEHCOPHBIX
BOJIOKOH JIOKT€BOTO HepBa ITPX HOPMAaJIbHBIX ITapaMeTpax
aMIUTMTYIbl M-0TBeTa JIOKTEBOTO HEpBa M CEHCOPHOTO
OTBETa CpeaAMHHOTO HepBa. OTHAKO 000CHOBAHHOCTH 3TUX
KPUTEPUEB B ITOCICAYIONIEM He TToATBepamuiIach [38]. AHa-
Jm3 F-BOJIH 1 COMaTOCEHCOPHBIX BRI3BAHHBIX ITOTCHITNA -
JIOB TaK:Ke HE IMOKa3ajJ JOCTATOYHOU UyBCTBUTEIBHOCTH
n cienudnaHocTr ipu TOS [17, 39].

IMoucku nHGOPMATUBHBIX 31EKTPOPU3NOIOTUUECKUX
mapaMeTpoB Wit o0beKTHBU3amuu TOS mpomonKaroTCs.
Tak, B 1998—2004 1I. OBIIO HEOTHOKPATHO ITOKA3aHO,
YTO TIPX UICTUHHOM HeliporeHHOM TOS BBISIBIISIETCST HApy-
IIeHUE TIPOBEICHUS 10 MEINAIBPHOMY KOXHOMY HEPBY
MpeaIIedbs (KaK IMPaBWIO, B BUOAC aCUMMETPUH aMILIH-
TyIbI cCeHCOpHBIX 0TBeTOB) [40, 41]. B 1999 1. npemnoxkeHna
MeTOIMKa MCCIIeI0BaHMUs OJIOKa IIPOBEACHUS TP MOHO-
MMOJISIPHOM WTOJIBYATONM CTUMYJISOUM Kopeinka C8

C pervcTpanueii OTBETOB C MBIIIII TeHapa M THUIIOTeHapa
[42, 43]. UHBa3UBHOCTH MPOLIEAYPHI OTPAHUYNIIA €€ BHE-
IpeHNE B KITMHUIECKYIO TTPAKTHUKY.

TakuM oOpa3oM, ceromHsi MO-TIpexXHEeMY HET o0Ie-
MIPUHSITBIX 3JIEKTPOPU3NOIOTUIESCKNX KPUTEPUEB AUAar-
HOCTUKM HeliporeHHoro TOS. Dnekrpommorpaduio
pu rogo3peHnu Ha TOS ciemyer paccMaTpuBaTh JIUIIb
Kak nuddepeHIIMaTbHO-TMarHOCTUISCKIA METO,.

Busyamuzammsa. IlocienHue romsl MP-Tomorpadus
(MPT) Bce yaliie mpuMeHSICTCS JUTSI BU3yaI3alliy TIIede-
BOTO CIUIETCHUS TIPY Pa3IMIHBIX HACJCACTBEHHBIX U IIPH-
00peTeHHBIX cocTosTHUSX [44, 45]. B Poccum pyrnHHas
MP-Buzyanu3aiiysi HepBHBIX CTBOJIOB B IIEJISIX TMATHOCTH-
K1 1 auddepeHInaTbHOM TUATHOCTUKNA TO-TIPEKHEMY
HCTIOJIB3YeTCsl HemocTaTouHo. OIHAKO ITpaBUIbHAS ITOCTa-
HOBKA 3aJa4i M METOANYECCKHN aIcKBAaTHO IPOBEICHHOE
MP-uccnenoBaHne MOTYT 3HAYUTEIbHO ITOMOYD KIIMHU-
LIMCTY, OCOOEHHO MPY OTCYTCTBUH 3JIEKTPOPU3NOIOTHIEC-
CKMX n3MeHenui [23, 46, 47]. Uudbopmarnsaocts MPT
B muarHoctuke TOS Bo3pacraeT mpu ee¢ BBHIIIOJIHCHUU
C TO3UIIMOHHBIMY TTPOOAMM U TIPOBOKAIIMOHHBIMHU TeCTa-
mu [47—49].

B oTnenpHBIX MCCIIeqOBaHUAX ITOKa3aHa HU3Kasl IyB-
CTBUTENBHOCTh U criennduyHoct MPT 1o cpaBHeHUIO
¢ OOHApYXeHHBIMU aHOMAIMSAMU TIPU XUPYPTAYECKOM
BmemareabeTBe [50]. KT obmagaet 60ee BLICOKOM YyBCT-
BUTEIIPHOCTBIO TIPU ITOMCKE TaKMX KOCTHBIX aHOMAaJIMiA
KakK go0aBo4yHOe IieiiHoe pedpo, aHomanuu | pedpa, ya-
JIMTHEHHBI! MoTNepedHbIin 0TpocToK VII meitHOro 1mo3BoH-
Ka, cTapble repeoMbl Kimouniibl. B 30 % ciyuaeB noba-
BOYHOE IleiiHoe pebpo coeguHsiercss ¢ I peGpom
ITOCPEICTBOM O0pa3oBaHUS WMCTUHHOTO CycTaBa JIMOO
xpsiteBoii Tkanu [11]. B 70 % cnyuaeB noGaBouHbIe pebpa
He cpacTatoTcs ¢ I pebpom 1 MMEIT CBOOOIHBII KOHELI,
HO IpU 3TOM, KaK IIpaBujIo, OOHapyXuBaeTcs: (pudpo3Hast
rnepeMbluka Mexny merHbsIM U 1 pedpom. Ilpu agekBat-
HO BU3YyaJIn3allN1 TaKXKe BBISIBIIACTCS (DUOPO3HBIN TSIK,
COEOUHSIOIINNA YAJIVUHEHHBIN TIOTIEPEYHBIA OTPOCTOK
VII meitHoro nmo3BoHka ¢ I pedbpom. Heobxoarumo Harom-
HUTb, YTO dYallle BCETO MOMOOHBIC HAXOOKU SIBJISIOTCS
CITy4aiiHBIMU U peako comnpoBoxaarorcs TOS [11, 18].

MP-, KT-auruorpadpus u Y31 MOIKITIOUNIHBIX CO-
CyIOB, KaK OBIJIO CKa3aHO BBIIIE, MOTYT IIPUMEHSTHCS
IUTSL TIOATBEPKICHMS TUArHO3a apTeprUaIbHOTO WM BEHO3-
Horo TOS. I1pu 3ToM BBISIBIICHHBIC N3MEHEHUSI KDOBOTO-
Ka He TTO3BOJISIIOT CYOUTh HE TOJIBKO O CTEIICHU, HO IaXe
0 HAJIMYMU TTOPaXKEHMS TICICBOTO CIUICTCHUS.

VY3U MoXeT OBITh IOJIE3HO HE TOJBKO JIJIsT OOHapyXKe-
HUS COCYIMCTOM mmatooruu. CeromHsT akTUBHO O0CYKIa-
eTCSI MMarHOCTHYeCKasl 3HAUMMOCTh METO/Ia B MCCIICIOBa-
HUU HEPBHBIX CTBOJIOB, B TOM YHCJIe TIpU HEHPOTEHHOM
TOS [22, 46, 47, 51, 52]. Y3U 1uie4eBOro CIrureTeHusI
C TIPOBOKAIIMOHHBIMA MaHEeBpaMH, KOTOpPOE IT0KAa3ajio
cBOI0 3(h(eKTUBHOCTh B MOATBEPXKICHNN HEUPOTCHHOTO
TOS, nonpo6HO omucaHo B pabore S.M. Fried u coaBrT.
[52]. CyiiecTByIOT pabOTBI IO OIpeIeaeHIIO peepeHCHBIX
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3HaYeHUI Y3-U3MepeHUsT MEXJIECTHUIHOTO IMTPOMEXYTKA
[19], o otteHKe (hUOPO3HBIX UIMEHEHM TIEpEAHEN JIECT-
HUYHOU MBITIIEI [53].

IMpennoxen meron muarHocTuku TOS ex juvantibus:
OlIEHKA IMTallMeHTOM CYOBEKTUBHBIX OIIYIIEHUI TOcie
OyioKanbl TepenHeil JeCTHUYHON MBIIIIBI aHECTETUKOM
(kax mpaBwiio, tunokanHom) [31, 54]. Ipouenypy pexo-
MEH/IyeTCsI TIPOBOAMTD C MCITOJIb30BaHNEM Y3-HaBUTALIUK
[22, 31, 55].

RuddepeHyuanbias gUariocmuka

Ceromnusa TOS cuurTaerca OAUAarHO30M HMCKITIOYEHUS.
B cBsI131 ¢ OTCYTCTBHEM CTaHAAPTOB 0OCIeI0BaHUS 00JIb-
HeIx TOS muddepeHIManbHas THMATHOCTHKA TOJDKHA
TPOBOUTHCS OCOOEHHO TIIaTeabHO [7, 10].

Taomuua 2. Juggepenyuansvuoiii duaenos TOS
Table 2. Differential diagnosis of TOS

IMpy HanMuMM NPU3HAKOB TOPAXEHUS TJIEYEBOTO
CIUIETEHUSI HEOOXOOWMO WCKITIOUUTh WHbBIE TPUYMHBI,
Takue Kak HeBpaiarnieckast amuotpodust (cunapom I[lep-
coHeitmka— TepHepa), TyueBoe MopakeHNue HEPBHBIX CTBO-
JoB ¥ cuHapoM [TaHkocTa. JIBe epBble TPUYUHBI UMEIOT
XapaKTepHble KIWHUKO-aHAMHECTUYECKUE MaHHBIE,
3-51 BBISIBJISIETCST BU3YaTU3aIIMOHHBIMU METOAMU UCCTIe-
noBanwust. JnddepeHinanbHas TMarHOCTUKA C IPOYNMU
00JIe3HSIMU TIpeICTaBlIeHa B Ta0I. 2.

BbiBofibl

Ceronast TOS mo-npexxHeMy ocTaeTcsl OMHOM U3 ca-
MBIX CIIOPHBIX TeM B HeBposioruu [56]. Ilpuuun
TS 0OOCHOBAHHBIX PAa3HOIJIACUI MHOTO. Bo-TiepBhIX,
HEOQHO3HAUYHasi W 3alyTaHHas WCTOPUS Pa3BUTUSI

Symptom/diagnosis Carpal tunnel syndrome (i G| Cervical Shoulder joint
syndrome .
radiculopathy pathology
IToctrosiHHas
o nosepxocTH B e u rieue,
IIpexonsias B miee, e —— quﬂ I—111 B nokre, IVu 'V uppaguanus
Bonb ieye, pyke II)_I ATBIIAX KI’/I o TaJIbLIaX KUCTU O IepMaToMy B nineue
Pain Transient in neck, shoulder, In the elbow, fingers IV~ Constant in the In shoulder
In hand, palmar surface
arm and V neck and shoulder,
of the forearm, fingers . P
irradiation into the
[-IIT
dermatoma
B o6iacTu nuHHepBa-
ITo BHyTpeHHel TOBEpPX- 1MW CPEOIMHHBIM He- B oOnactu mHHep- — Yame mexmy [
OHeMeHMe HOCTH MJIA BO BCEi pBoM, [—IIIl manblax  BaLMU JIOKTEBBIM u Il maxpuamu Her
Numbnoss BEPXHEH KOHEYHOCTU KUCTH HEPBOM KUCTU No
In the interior surface or the In the area of median In the area of ulnar Usually between
whole upper limb nerve innervation, fingers nerve innervation fingers [ and 11
[-IIT
Bo Bcex manbliax uian Yaiie B 60J1b-
HemoBKoCT Tobko B IV 1 V manbnax B I-III manpiax B IV—-V nmansiax 1IOM TT1aJIbLIE Cpsi3aHa
Uncase KUCTU KUCTHU KUCTHU KUCTU 00JIbI0
In all fingers or in fingers In fingers [—111 In fingers [IV-V Usually in the Linked to pain
IVand V thumb
. . Ilpu ompeneneH-
VeHTCHIE CHMIITO- 0 ) IIpu mTenbHOM IIpu mmmrensHOM HOM HONOKCHIH [Tpu nBYXKEeHM-
- PY MOJHATUAM BEPXHEH ~ HArpy3Ke Ha Jlyuyesa-  Harpy3Ke Ha JIOKTe- e, p SIX B IUIEYEBOM
AerrEton KOHEYHOCTU TISICTHBIA CyCTaB BOW CyCTaB Ins ’ecsi fic cycTaBe
& Lifting of the upper limb During long loading of  During long loading of nsp During shoulder
symptoms s S positions of the s
the wrist joint the elbow joint joint movement
arm, neck
o " Hopwmainbasrit
LIBeT KOXU HoPMa‘um’Hbm/ Gaen- HopmatbHbli J}H6o HopmanbHbiit JIMOO MSATHU- HopMmanbHb1i
Skin color N HH}/I/ HIHaH(B . N HHTI?HCTHH d Normal CTBIN Normal
ormal/pale/cyanosis ormal or spotte S p—]
Orek [Tpu BeHO3HOM THIIE Her Het Het Her
Edema For venous type No No No No
B obnactu
5 B [IPOSKIIMH [IEYEBOTO B oGnactu tyye3a- B obGnacTu JOKTEBO-  IlIeW HA YpOBHE B obnactu
0JIb IIPU MEPKYC- R — TISICTHOTO CycTaBa To cycTaBa (CUM- TMOPaXXEHHOTO IUIEYEBOTO
cun In the brachial plexus (cumritoM TuHesT) mrroM TuHesT) CerMeHTa cycTasa
Pain during percussion ichual p In the wrist joint (Tinel’s In the elbow joint In the neck region  In the shoulder
projection . R . .
sign) (Tinel’s sign) at the level of the joint region

affected segment
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Symptom/diagnosis

ITpoBokanus
Provocation

DJIeKTpOMHUOTpa-

bus

Electromyography

MarHuTHO-pe30-
HaHCHasl ToMOrpa-
ust/KoMIpIoTEp-
Hast ToMorpadust
Magnetic resonance
tomography/
computed tomography

VibTpa3ByKoBOE
HCCIIeIOBaHUE
Ultrasound
examination

ITogbem BepxHelt KO-
HEYHOCTU, KOMITPECCHUSL
TJICYEBOTO CIUIETEHUS
Lifting of the upper limb,
compression of the brachial
plexus

JIJ1st UICKITIOYEHMST MHBIX
COCTOSIHUI
To rule out other disorders

ITouck meiHbIX pedep,
CTaphIX MEPEJTOMOB, Y-
JIMHEHHOTO TMOIIEPEYHO-
TO OTPOCTKA ITO3BOHKA
C7; anruorpadus npu
BaCKYJISIDHBIX (hopMax
Search for cervical ribs,
elongated transverse
process of the C7 vertebra;
angiography for vascular
types

WHbopmaTuBHO Nipu
BaCKYJISIPHBIX (hopMax,
HEeo0XOIMMO MPOBeIe-

HUE C Harpy304YHbIMU

npodamMu

Informative for vascular
types, must be performed

with provocative tests

Carpal tunnel syndrome

CrubaHue B Tydesa-
MSICTHOM CYCTaBe

Flexion of the wrist joint

ITpusHaku nemue-
JIMHU3UPYIOILETro

Iopak€Hus CpEANH-
HOro HEpBa Ha YPOBHE
KaprnaJbHOIo KaHajia

Signs of demyelination
of the median nerve

at the level of the carpal

tunnel

Bo3MoxkeH mouck
CTapoii TPaBMbI WIK

apTpo3a JIyye3arsicT-

HOTro cyCTtaBa

Search for an old injury

or wrist joint arthrosis

Kak npaBuio, nH-
(opmaruBHO
Usually informative

Cubital tunnel
syndrome

Komnpeccus
JIOKTEBOTO HEpBa
B 00J1aCTH JIOKTEBO-
IO cycraBa
Compression of the
ulnar nerve in the
elbow joint region

IIpuzHaku nemMu-
CIIMHU3UPYIOLIETO
TIOpaKeHUsI JTOKTe-
BOr0 HepBa Ha YPOB-
He KyOUTaJIbHOTO
KaHaJjia
Signs of demyelination
of the ulnar nerve at
the level of the cubital
tunnel

BoamoxxeH nouck
CTapoy TpaBMbl WU
apTpo3a JOKTEBOTO
cycraBa
Search for an old injury
or elbow joint arthrosis

Kak npaBuio, uH-
(hopmaTuBHO
Usually informative

Cervical
radiculopathy

IToBOpOTHI TO-
JIOBBI, HAKJIOHBI
(tect myp-
JIMHTA)
Head rotation,
inclination
(Spurling’s test)

JleHepBaIoOH-
HbIE U3MEHEHUA
B MUOTOME
Denervation
changes
in the myotome

Ectb uamenenus
Ha MarHUTHO-
PE30HAHCHOM

TOMOTpaMMe
1IEHHOTO OTAeIa
TMTO3BOHOYHMKA
Changes in
the magnetic
resonance image
of the neck region
of the spine are
present

Her usmenenuii
No changes

OkoHuanue maba. 2

End of table 2
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Shoulder joint
pathology

TManpnanus
00J1acTH TIe-
YEeBOI0 CycTaBa
Palpation of the
shoulder joint
region

Hopwma
Norm

TTopsimok
HCCIeI0Ba-
HUS 3aBUCUT
OT TIpeanosia-
TacMOro Buaa
TMOPaXEHUS
Examination
depends on the
suspected type
of disorder

Kak npasuio,
UH(GOPMaTUB-
HO
Usually
informative

MpeAcTaBieHUuil 00 3ToMm cuHapome [15]. Bo-BTOphIX,
HEOAHO3HAYHBIN TEPMUH UCTONB3YETCS IS OObEeINHE -
HUSI MOPakKeHU KaK HEPBOB, TaK U COCYA0B. DTO HEU3-

0eXHO BBI3BIBAET MHTEPEC B U3YUCHUU NTAHHOM MaTOJO-

TMU HE TOJBKO HEBPOJIOTOB, HO TaKXe€ TEpareBTOB
U XUPYProB, UTO MPUBOIUT K PA3HOTJIACUSIM U PE3KUM
3asIBJICHUSIM T10 BeleHUIo MauneHTOB [56]. B-TpeTbux,

KondmkT uaTepecoB. ABTOPHI 3asIBISIIOT 00 OTCYTCTBUYM KOH(INKTAa MHTEPECOB.
Conflict of interests. Authors declare no conflict of interest.

®uuancuposanue. VccienoBaHue mpoBoAMIOCh 0€3 CIIOHCOPCKOM MOAAEPKKU.
Financing. The study was performed without external funding.

psin ciennanucToB paccmarpuBaT TOS kak ouepueH-
Hoe 3aboJieBaHMe, He XapaKTepu3aymolleecs KIMHUYE-
CKUM ToJuMopduzmMom [56].

Ha camom nene, TOS — rpynma cocTosiHUiA, pa3HBIX
10 3TUOJIOTUYECKUM, aHATOMUYECKUM U KIMHUYECKUM
XapaKTepUCTUKAaM, OObEAMHEHHBIX YPOBHEM TTOPaKEHUSI
COCYIMCTBIX M HEPBHBIX 00pa30BaHUIA.
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Kombunuposantoe ucnoavzosanue mpancKkpaHuarbHol MaeHUMHOU cmumyasyuu u snekmposuyepanoepaguu (TMC-231) seasemcs co-
BPEMEHHBIM BbICOKOUHPOPMAMUBHBIM IKCREPUMEHMAAbHBIM HOOX000M, KOMOPbLI HaX00um npumMeHeHue KaK 6 YyH0amMeHmanbHblx, maK
U 8 KAUHUYECKUX U MPAHCAAYUOHHBIX uccaedosanusax. Yuukanvuvie ozmonchocmu TMC-DII nozeoastom oyenusamo hyHKUUOHANBHOE
COCMOsHUe U CBI3HOCMb 00aacmell M032a, a Makice OMKPbI8alom Hosbvle nepcnekmusnl ouerku agpgexmos TMC nedeueamenvhbix obnracmeil
xopol. Mapxepor TMC-339I o6nadarom duaenocmuueckum U nPOSHOCMUYECKUM NOMEHUUANOM 8 OMHOUEHUU MHO2UX HeBDON0UYECKUX
u ncuxuyeckux o6oaesnell. Peeucmpauus I oonospemenno ¢ TMC ocmaemcs mexnuuecku cA024CHOU npoyedypoil u mpebyem HAAUYUS
KaK cneyuanbHoeo 000py008anus, mak u NPUMEHUs. CAONCHBIX Memodos aHaau3a 0anHvix. B nacmosuem 0630pe onucanv mexnuueckue
ocobennocmu TMC-23T, npunyun nocmpoenus ousaiina uccaedogarnuil, 6ud u cmadurvhocms TMC eviz6antoeo omeema na 331, a mak-
ace obaacme npumenenus memoda TMC-231.
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Combined use of transcranial magnetic stimulation and electroencephalography (TMS-EEG) is a highly informative cutting edge technolo-
gy which is relevant for fundamental, clinical and translational research. Unique capabilities of TMS-EEG approach allow to assess the
functional state and connectivity of brain regions thus opening new prospects for the evaluation of the TMS effects in non-motor cortical
areas. TMS-EEG responses have diagnostic and prognostic potential for many neurological and mental illnesses. Simultaneous co-registra-
tion of TMS with EEG remains a technically sophisticated procedure and requires specialized equipment in conjunction with application
of complex data analysis techniques. This review describes the details of TMS-EEG technique, principles of the experiment design, the
shape and the reproducibility of TMS-evoked responses and applications of this promising approach both in research and in clinics.

Key words: transcranial magnetic stimulation with electroencephalography, functional state, connectivity of brain regions, non-motor corti-
cal areas, evoked motor response

BseneHue meHusx (Harpumep, ipu TMC 3puTebHOM KOPBI 0 HaJTA-

CaMmblil TIPOCTOI CITOCOO KOJIMYECTBEHHON OIICHKU
pPEaKTUBHOCTH MO3Ta B OTBET Ha TPaHCKpPaHUAJIbHYIO Mar-
HuTHYIO cTiMyJstvio (TMC) mBuTaTeTbHOI KOPBI CETOMHS
OCHOBaH Ha OIIEHKE ITapaMeTPOB BEI3BAHHOTO MOTOPHOTO
otBeta (BMO), permctpupyeMoro ¢ MBIIIIIbI-MUAIICHA
HAKOXHBIMHM DJIEKTPOAAMM TSI  3JIEKTPOMMOTpaduu
(OMI). Ipu cTUMYIISITIMMT HEMOTOPHBIX 00JIacTeil KOPHI
HCTIOIB3YIOTCS OIPOC UCITBITYEMOTO O BO3HUKAIOIINX OIIy-

yuu sieHust ocdenesa) v olleHKa MOBeIeHIECKIX PeaK-
muit (BpeMsl peakiny, OIMMOKM MpHW HAa3bIBAHUM CJIOB
U T.14.). B caydae cTUMyIISIIIM MOTOPHOR KOPBI M PETUCTPa-
IIUU OTBETa C MBIIIIIBI-MHIIeHN TTopor BMO MoxXHO mc-
MOJIb30BaTh JIMIID UISI KOCBEHHOM OIICHKU COCTOSTHMS
MO3Ta, TaK Kak rmapameTpbl BMO 3aBHUCST OT BceX ypOBHEMH
IBUTATETbHOM CHCTEMBI — OT KOPHBI IO MBIIIIIEL. B cBA3M
C 9TUM aKTyaJIbHBI Toaxoasl coBMetneHnss TMC ¢ mpyrumMu
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O00BEKTUBHBIMM METOIAMM HEIPOBU3yaIU3alli 1 HEUPO-
¢dusnonmornu, Tak HasbiBaeMble momxombl «TMC+» mig
otreHkm oTBeTa HAa TMC Ha LIeHTpaJIbHOM YPOBHE 1 KOJIH-
YECTBEHHOM OLICHKN PEaKTUBHOCTH IPY CTUMYJISILINK He-
MOTOPHBIX 00JTaCTEI.

Bce momxonsl «TMC+» MOXHO pa3faeanuTh Ha 2 KaTe-
ropuu: oHMaitH u odmaitH. Tak, mpu onnaitH TMC-aek-
tposHnedanorpaduu (TMC-23T') 3ammich 251eKTpO3HIIEe-
danorpammsl (B3I mporcXomuT NapajIeIbHO C Togadeii
MarHUTHBIX CTUMYJIOB, TIpu oHyiaitH TMC-(yHKIIMOHAb-
HO#l MarHUTHO-pe30HaHCHOI TomMorpadum (MPT) mar-
HUTHAsS CTUMYJISIIUASI TIPOMCXOAUT HEMOCPEICTBEHHO
B ToMorpade u T. 1. [Ipu odnaita «TMC+» MeTombl Heii-
POBU3YyaTM3alIMHI UCIIOJB3YIOT IO WU ITOCTIe CeaHca CTH-
MYJISIIIAN, ¥, COOTBETCTBEHHO, MX IPUMEHEHIE BO3MOXHO
Kak TSt BBIOOpa MUIIIEHE ! CTUMYJISIIIAY, TaK U TSI OLICH-
kn odmaitH-apdpekroB TMC [1]. CeromHs Hamboee
npuMeHUMBIM  OoHyIaiiH «TMC+» 1mmoaxoaoM SIBIISIETCS
TMC-33I' (puc. 1) [2].

B nocnemname rompl 61arogapsi pelreHrnIo TEXHIIEeCKITX
npobJieM B pa3padbotke obopynoBanuss TMC-D3T crana
0oJiee MOCTYITHOM IS IIIMPOKOTO Kpyra CITCIIMAaINCTOB.
OmHako MCITOIb30BaHME METOJIa HEBO3MOXKHO Oe3 yduera
OOJIBIIIOTO YKCIa TEXHNUEeCKMX ocodeHHocTeli [3]. ToBops
0 TexXHn4eCcKUX ciaoxHocTssx TMC-93TI, BaxXHO TToguepK-
HYTb, 9TO 3TO HE OTHOCHUTCS K odiaiiH-3ammucu TMC-
OBI, kotopas He TpebOyeT CIeINaIN3NPOBAHHBIX
YCTPOMCTB, TTOCKOJIBKY 3aIich DB IPOUCXOINT B OTHCITb-
HoM oT TMC BpeMeHHOM HMHTEpBaJIe.

Texxuyeckue ocobennocmu TMC-33r
Odmnaita-3amce TMC-93T crana Bo3MOXKHOI cpasy
rmocje BHeApeHMs] B mpakTuky mertoga TMC, Torma

Kak oHJaitH-3ammich TMC-D3T craia JoCTYITHOI TOJBKO
¢ Havazna 2000-x rogoB [3]. DTo mpexae BCero CBSI3aHO
C TEXHUYECKUMU CIIOKHOCTSIMU OHJIaH-3amucu TMC-
DBT, KOTOpBIe YACTUYHO OBLIN IPEONOJICHBI B IIOCIICTHIE
TOJIBI TIPY CO3MAaHUM HOBOTO 000PYIOBAHMSI.

TMC apredaxTtsl Ha DD MOXHO pa3aeanuTh Ha 2 0C-
HOBHBIE TPYIIIIBL: TEXHUYECKHE 1 Oronormdeckue. [1pu 3a-
ey oHaitH TMC-D3TI Heo0X0aMO YUYUTBIBATH CIIETY-
IOIINE TEXHTYECKIE MOMEHTHI.

*  Momnblit nmMmnysibc TMC 0OBIYHO MPEBHINIAET

IWHAMWYCCKUI TUaTa30H CTAaHIApTHOTO YCYIIH -
Tenst B 5 MB, 94TO MpUBOANT K HACBIIIIECHUIO YCH -
JIUTEST W TIpeKpameHnio 3amucu DO Ha He-
CKOJIBKO JIECSATKOB U 1aXe COTEH MIJLUIMCEKYHIT
TOCJIe IPEABSABICHUS CTUMYJIA. TakKM 00pa3oM
TepsieTCSI BO3MOXHOCTh aHalIM3upoBaTh DI -
3 deKTH OOIBIIMHCTBA OHJIAH-TIPOTOKOJIOB
[4, 5].

+ KoHgeHcaTop MarHUTHOTO CTHMYJISITOpa IIOCIIE
TIPEIbSIBICHUS KaXIOr0 UMITYJIbCa OOBIIHO TPE-
OyeT mepe3apsiiKy, YTO OTPaKaeTCs B BUIE TIOSIB-
JIEHUS BBLICOKOAMILUIMTYIHOTO apTedakTa Ha DT

*  BaxHo MOmYepKHYTh, 9YTO, HECMOTPS Ha [UTUTEITb-
HOCTh TMC-uMITyTbCa BCETO B HECKOJIBKO MUJI-
JIMCEKYH, HU3KOYacTOTHas (punpTpaums DT -
YCUJIUTENISI HE MOXET ITOJHOCTBIO OYHUCTUTh
DBOI-3anmch, U CYIMIECTBYET BBICOKAST BEPOSIT-
HOCTbH TIPUCYTCTBUS Pa3HBIX apTe(aKTOB CTUMY-
JSIIAW TIocTie (PUIBTpallud M WX <«3aTeKaHUS»
B Oojiee HHU3KME YacTOTHBIE IMANa30HBI
M3-3a 00JIbIION aMIIUTYabI apTedakta TMC.

*  CrumynsmuoHHasi KaTyIIKa MOXET HaXOTUTHCS
B MEXaHMYECKOM KOHTaKTe C 3JIeKTpomamMu DT,

TMC-umnynbe / TMS 4

pulse

TMC-BbI3BaHHble
noteHuwmanbl / TMS-
induced potentials

HucxopAawme BonHb! /
Downward waves

BbI3BaHHbI MOTOPHbIN

S

response

otBeT / Induced motor ——4

50 mc/
50ms

20 mKB /
20uV

5mc/
5ms

1 MKB /
Tuv
NatenT-

H
i

HOCTb / é. 2mc/

Latency 2ms

N100

? Amnnutyga /
i Amplitude
1]

Puc. 1. Cxema yposneii pecucmpupyemvix omeemog na TMC: eono6noit mosze — D3I, cnunnoii Mo3e — Hucxoosuue 60AHb 8030YHCOeHUs — UHBA3UBHAS
OUEHKA, MbluUYa — BbI36AHHbIIL MOMOPHbILL omeem. 30ech u Ha puc. 2—5: TMC — mpanckpanuanvhas maenumuas cmumyasyus; I3 — anexkmposnyega-
noepagus; B — maenumnoe none; E — undyyuposannoe snexmpuueckoe none (adanmuposano us [2, 3] ¢ usmenenusmu)

Fig. 1. Diagram of registered responses to TMS: brain — EEG, spinal cord — downward excitation waves — invasive evaluation, muscle — induced motor
response. Here and in Fig. 2—5: TMS — transcranial magnetic stimulation; EEG — electroencephalography; B — magnetic field; E — induced electric field

(adapted from [2, 3] with revisions)
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YTO MPUBOAUT K MOSIBICHUIO TOIMOJIHUTEIBHBIX
apredakros Ha DI [6].

«  Dnextponbl DI, HaxopsIImMecs Moa KaTylIKo,
VIAJISTIOT €€ OT 00JIaCTH TIPeATIoNaraeéMo CTUMY-
JISIIIAA B TOJIOBHOM MO3Te. DTO MOXET YMEHBIIINTh
3G GEKTHI CTUMYJISIINN, IIPUYEM CTeTIeHb CHIDKE-
HUS 3(PGEeKTUBHOCTH BO3ACHUCTBUSA 3aBUCUT
OT TOJIIIIMHBI ¥ MaTepHraja 3JIEKTPOIOB.

+ Ilpm xaxmoMm paspsime KaTyllKa HarpeBaeTcs,
YTO MOXET ITPUBOANTH K HArPEBaHUIO SJIEKTPOIOB
U KOXM TOJOBBI MCIBITYEMOTO. DTO OCOOEHHO
aKTyaJbHO IIPU MIPOBEACHUN PUTMUICCKON CTH-
MYJISIIIMH, KOT/Ia HarpeBaHME KaTYIIIKU ITPOMCXO-
JIUT 32 KOPOTKOE BpeMsi [7].

*  Ilpu MHOTOKpaTHOM CTUMYJISILIMY OJHOM 1 TOM 3Ke
o0JlacTy Mo3ra JIaxe MUHMMAaJIbHOe M3MEHEHHE
ITOJIOKEHUST KATYIIKW OTHOCHTEIBLHO dYepelia,
BKJTIOUAsl €€ IOBOPOT Ha HECKOJBKO TPamaycoB,
MOXET TTOBIUATEL Ha pe3yabrathl TMC-D3T [8].
B cBa3u ¢ atuM it mposeaennst TMC-93T Tpe-
OyeTCsT OHJIafH-KOHTPOJTb TTOJI0KEHUSI KATYIIKI —
cucrema MPT-uaBuraumm g TMC.

Hixe nepeunciieHbI OCHOBHBIE OCOOCHHOCTH 000PY-
JIOBaHMSI, HEOOXOIMMOTO IS MpoBeAeHusT oHaitH TMC-
DOl -uccaeroBanmii.

DaekTponabl. JIIs1 CHIDKEHUS HarpeBaHUsI SJICKTPOIBI
a1 TMC-33T momkHBI OBITP HEOOJBIIOTO pa3Mepa
W TOJIIIWHBI, YTO YMEHBIIAET BEPOSITHOCTH BOSHMKHOBE-
HUS B HMX HaBEOCHHBIX TOKOB. CeromHs B CHCTeMax
st onnaH-3amcu TMC-93T 00bIYHO UCITOTB3YIOTCS
C-o6pasHubie 3nekTponsl Ag/AgCl nmameTpoM He 00JIbIIe
3,0 cM 1 TonmmmHOM 10 0,5 cM (puc. 2). 3HAYMMOCTD pa3-
Mepa 3JICKTPOIOB ISl yMEHBIIICHUSI HarpeBaHMSI HaBEICH-
HBIMU TOKAMM JO0Ka3aHa TEOPETUICCKUMM U SKIIEPUMEH-
TaJIbHBIMU VICCJIEIOBAaHUSIMU [8].

PacueTsl MOKa3BIBAIOT, UTO JaXKe OMMHOYHBII UMITYIIBC
TMC MoxeT TOBBICUTH TeMITepaTypy JIEKTPOIA THaMe-
TpoM 5 cM Ha 5 °C. TakuM o6pa3oM, BCero HeCKOJIBKUX
OIMHOYHBIX UMITyTbcOB TMC mocTaToyHO Ul HarpeBa-
HUSI DJIEKTPOIA 10 KPUTHISCKOM TeMIIEPaTyphl, YTO MOXKET
MIPUYNHATE O0JIb MCIBITYeMOMY/TIAlIMeHTY U J00aBUTH
apredaxTsl B 3amich DO, B psaae ciydyaeB MCIONB3YIOT

~3 MM/ ~3mm

Puc. 2. C-anexkmpoo onss TMC-23T (adanmuposaro u3z [2, 3] ¢ usmenenu-
amu)

Fig. 2. C-electrode for TMS-EEG (adapted from [2, 3] with revisions)

3JIEKTPOIBI ¢ TIOHMKEHHOM ITPOBOIMMOCTBIO, HAIpUMED
CIeTaHHBIC U3 TIPOBOISIIETO TIacThKa [8].

g onmaitn TMC-93T ocobeHHO BaXKHO TTOAIepKa-
HUE HU3KOTO COIPOTUBIICHUS PEeTHCTpUpylommx DI -
9JIEKTPOIOB — He 60JbIte 5 KOM. DTO TTO3BOJISIET CHIKATh
KaK ypOBEHb TaK HAa3hIBAEMOTO TEILIOBOTO IITyMa [I3KoHCO-
Ha, TaK 1 apTeaKTOB, CBA3aHHBIX C IBYDKCHUEM M TIOJISI-
puzalmeit 3;1eKTpomos [9].

VYenmmmremm D3OI -curHaza sBIsSIOTCS OTHUM M3 CaMbIX
BaXXHBIX DIIEMEHTOB CIICLIMAIIBHOTO O0OPYIOBaHUS
st TMC-D3IL OtcyrcTBHEe YCUIUTENIEH, CIIOCOOHBIX
paboTaTh B YCIOBUSIX CHJIBHBIX 3JICKTPUICCKUX ITOJCH
HaBegeHHBIX TMC, moiroe BpeMsI CIep:KUBaJIO Pa3BUTHE
merona onyaitH TMC-393TI [10]. OcHoBHas mpobiema,
KaK yXe TOBOPUJIOCH BHIIIIE, 3aKJIF0YAECTCSI B TOM, YTO Ha-
BEICHHBIC SJICKTPUYECKIE TI0JIST HE TIO3BOJISIIOT OOBITHOMY
DOTI-ycummrenio padoTaTh B CTAHIAPTHOM TMHAMUYECKOM
JIMana3oHe U MPUBOIAIT K €T0 «HaChIeHNI0». CyIeCTBY-
€T HECKOJIbKO MOIXOI0B, MCITOJIb30BAaHHBIX IIPH pa3padoT-
Ke crieMaIbHbIX yeunuTeneit st onnaiid TMC-D9T.

IIpuHIUITEI 60pHOBI C BAMSHUEM BBICOKOAMILIUTY/I -
HBIX HaBEJACHHBIX TOKOB B CYIIECTBYIOIINX YCUIUTEIISIX
1t TMC-D3T MoXHO pa3aenTh Ha HECKOIBKO KaTte-
TOpUM.

*  ABTOMAaTMUYECKOE OTKJIFOUCHHE YCUIUTEIIS BO Bpe-
M TipeabsiBiaeHus nmnyiabca TMC [11]. B atom
caydyae Bxom Ha DOI-ycmmrenun OJIOKMpPYyeTCs,
HanpuMep 3a 50,0 mMc mo TMC-ummynbca
n Ha 2,5 Mc nocine TMC-nummnynbca.

*  Hcrnons3oBanue 6ombioro (>5 MB) nuHamuue-
CKOTO IMalia30Ha 1 BRICOKO# (Hampumep, >5 KIir)
YaCTOTHI AUCKPETU3AIINH TTO3BOJISIET PETUCTPHUPO-
BaTh BOCOKOBOJIBTAXKHBIN CUTHAJI IIPH OOJIBIION
YYBCTBUTEILHOCTHA. [Ipy 3TOM BO3MOXHO OCY-
IIECTBJICHNE 3aITNCH HU3KOAMITIUTYTHBIX CUTHA-
J10B mocie 3anucu apredakra TMC [12].

+ TlpemroxeHO WCIIOAB30BATh IIPEAYCUINTEIh
IIJIST yMEHBIIIEHUS CKOPOCTH HapacTaHMSI BOJIbTA-
xka (slew-rate). C yaeTOM KpaifHe MaJIol IUINTeIThb-
Hoct TMC-umItysibca orpaHMYeHUE CKOPOCTHU
HapacTaHUS BOJIBTaXKa MO3BOJISIET OCYIICCTBISATh
3aMmch 60e3 HachIeHus yeunurend [13].

* B HekoTopeix DD -yCHuInTeIsIX MOCIeTHETO 10~
KOJICHUSI TIPEIyCMOTPeHAa BO3MOKHOCTh CHHXPO-
HHU3aIUU YaCTOTHI IUCKPETU3AINN aHAIOTO-1T (-
poBoro npeodpazoBanus u TMC-umirysibca. To
MIPUBOAUT K 0o0Jiee BOCIPOM3BOIUMOI opme
CTUMYJISIIUOHHBIX apTedakToB, OT KOTOPHIX
B JAJbHEUIIEM IIpOIIe W30aBUTHCSI, MCIIOIb3YS
o(raitH-aITOpUTMBI TOCTOOPAOOTKH CUTHAIA.

Takum obOpazoMm, cerogHst UMeeTcsi OOJIBILION BEIOOD
ycuIuTenei nias  oHnmaliH-peructpanuu TMC-D9T,
IMO-pa3HOMY pelIaloIMX IpodiieMy apTehakKToOB 3a CUeT
HaBeIEHHBIX 3JICKTPUICCKIX TOKOB. XOTSI TAKOE 000PYIO-
BaHME CETOMHSI CTOMT JOCTAaTOYHO TOPOTO, BaXKHO ITOI-
YepKHYTh, UYTO TIIOIBITKA MCIIOJIb30BAHUS OOBITHBIX
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yeunutenei g onnaiiH-3anucu TMC-93T MoxeT ripu-
BECTH K UX TTOJIOMKE.

Cy1IecTBYIOT M APYTUE TIPUINHBI, IIPUBOISIINE K Xa-
pakTepHbIM It TMC-93T apredakram, KOTOpEIE 3aTpya-
HSTIOT U3y4YeHNe paHHUX MO3ToBbIX 0TBeToB Ha TMC (¢ j1a-
TeHTHOCTBIO <50 Mc). Himke mrepednciieHBl caMble YacThIe
apredakTbl, BOSMOXHBIE TTpK oHJaiH-3amic TMC-D3T.

TMC-akTuBamus nepucgepudecKux HEPBOB W MBI
ckagbna. TMC-cTuMysT MOXeT TIPUBOIUTh K aKTHBAIINU
HEPBOB M MBI, HAXOOSIIINXCS HEMOCPEACTBEHHO
MOJT CTUMYISIIIMOHOM KaTylKoii [14]. ITpobiaeMma cTumy-
JISIOUW  IBUTATEJBHBIX HEPBOB OCOOCHHO aKTyaJlbHAa
mpun TMC BHCOYHBIX 00JIacTeil, TIe aKCOHBI JIUIIEBOTO
HepBa OKa3BIBAIOTCS OYeHb OJIM3KO K KaTyiike. [1osiBiis-
foIIuiics B pe3yJIbTaTe akKTUBAIlUK HepBa apTedakT CoKpa-
IIEHWST MBIIIII] JIM1IA ¥ TIOTKOKHOM MBIIIIIIBI IIEH SIBISICTCS
cepbe3HOil Tmpobiemoit mpu onHmaiiH TMC-D3T.
Jnsa ymeHbIIeHUS apTehaKTOB OT MBIIIEYHBIX COKpAIIIe-
HUI BaXKHO MPaBUJILHO OIIPEACIISITh ITOJ0XEHNE KaTyIIKI
1 BEIOMpPaTh MHTEHCUBHOCTH cTUMYyJIa. [TokazaHo, 4To 13-
MEHEHME TTOJI0XKEeHUS KaTYIIK! JaXe Ha HECKOJIBKO rpa-
JIyCOB BJIMSIET HA aMIUIUTYIy MBIILIEYHOTO COKpalleHus [6].
CeromHsl aKTMBHO pa3pabaThIBAIOTCSI CITOCOOBI yCTpaHe-
HUSI TAaHHOTO apTedaKTa B X0/Ie ITOCTOOPaOOTKI, 9TO UME-
eT 0co0eHHO 6obioe 3HaYeHue it TMC-D3T pedeBbIX
30H [15].

Akyctuueckue apredakrsl npu TMC. Bo Bpemst nipens-
SIBJICHMSI MATHUTHOTO MMITYJIbCA pa3psiiKa KOHAeHCATOpa
COMPOBOXIACTCS XapaKTepHBIM 3BYKOM, CBSI3aHHBIM
C BIMSTHUAEM 3JICKTPOMArHUTHBIX CHJI HA OOMOTKHM KaTyIIl-
K. MOIITHOCTh aKyCTHYECKOTO BO3ICCTBHSI MOXKET JOCTH -
ratb 120 1B, moaToMy 3a1mnTa opraHa ciyXa HCIIBITYeMOTO
BO BpeMsI CTUMYJISILIAH SIBJISICTCST 00sI3aTeIbHBIM TpeOOoBa-
HHUEM TEXHUKH Oe3ormacHocTy ripu rposeaeHn TMC [16].
OmHako, HeCMOTPSI Ha MCITOJIB30BaHMe OepyIeii NI CITe-
IMATBHBIX HAYIITHUKOB, Ha DD MOTYT MOSIBIISITLCS apTe-
dakTBI CIIYXOBOrO IIOTCHIIMAJA B pPe3yIbTaTe KOCTHOM
npooauMoctu [17]. CinyxoBoii BBI3BAHHBINM MOTEHIIMAT
MOKHO YMEHBIINUTb, UCITOIB3YS OCJIbIi IITyM, COCTOSIITNIA
M3 TeX XK€ YaCTOT, KOTOPbIe BO3HWKAIOT IIPH TeHEepaInu
IIepEeMEHHOIO0 MAarHMUTHOTO TIOJISI B KOHAECHCATOpe, WU
IIOMECTHB TOHKYIO IIPOKIIAAKY-TYOKY MEXIy KaTyIIKON
U cKasibrioM [18].

ApredaxTsl, cBsi3anHbIe ¢ MOpranneM. YeroBek 0ObIv-
HO MHCTUHKTHBHO MOPTaeT IIpH MPeabsIBICHNN BHE3aIl-
Horo BHemHero pasapaxwutens. [Ipy TMC mopranue
YacTO BO3HMKAET KaK 3JEMEHT OpHUEHTUPOBOYHOTO ped-
JIeKca Ha pe3Kui MIeTIOK IIPU cpabaThIBAHUM KOHICHCA -
Topa. MopraHue IpUBOIUT K MOSIBIICHIIO BEICOKOAMILIH -
TyOIHOM HABOIKM, YTO 3aTPYIHSIET aHATIN3 KOMIIOHEHTOB
BBT, perucTpupyeMBIX cpa3y ITOCe IPEabIBICHUS CTH-
MyJa. B ¢BsI3M ¢ 3TMM perucTpaiiysi OKyJIorpaMMBbl MOXET
CYLLIECTBEHHO [TOMOYb NIPU JaJIbHENIEM aHAIN3€e 3allUCU
TMC-D3T. Ing ynanenus apreakToB MOPTaHUS MOXHO
HCTIOJTb30BaTh MPOLICAYPY IPEeABAPUTEIIEHOM MX PETUCTPa-
mun 6e3 TMC [19]. HcnplTyeMOTro mpocAT MOPTaTh

W IBUTATh IJIa3aMH, IIPH 3TOM PEeTUCTpUPYIOTCST DI
¥ 2JIEKTpoOoKysorpamma. C IOMOIIBIO PerpecCHOHHOMN
MOJIEIN HaXoIsIT KO3 GUIIMEHTH TTONaBICHNS] HABOIOK,
CBSI3aHHBIX C MOPTaHWEM, W UCITOJIB3YIOT UX IJIST SJIMMHU-
HAllMM TJIa30IBUTATECIBHBIX apTedakToB, ITOIYIaeMBIX
Bo BpeMs TMC-ceccun.
TMC MoxeT BIUATh Ha BHUMaHUE U COCTOSTHHE O0Ip-
cTtBoBaHUs (arousal), B CBA3M C 3TUM OCOOEHHO BaxKHO
KOHTPOJIMPOBATh CTETICHb PaccaabIeHUsI NCITBITYeMOTO.
AptedakThl, CBI3aHHbIE C KOHTAKTOM 3JIEKTPOIOB C Ka-
tymkoil. Kak mpaBmro, TMC mpenmonaraeT KOHTaKT
MEXIY TOJIOBOM UCITBITYEMOTO I CTUMYJIMPYIOIICH KaTyIII-
koii. CylecTBeHHBIE apTedaKThl B 3alIMCH BO3HUKAIOT
TIPY PACTIOJIOKEHNH PETUCTPUPYIOIINX DD -3]IeKTpoI0B
MEXIY CTUMYJIUPYIOIIEH KaTyIIkoi 1 gepernom. ITocro-
STHHOE MEXaHWYEeCKOe TaBJICHHME KATYIIKW Ha 3JCKTPOI
MOXET IIPUBOAUTH K BOSHNKHOBEHUIO JOTIOJHUTEILHBIX
noteHuanoB Ha DOI [11]. Takxke O0JbIIyI0O TPOOIIEMY
MPEACTABISACT IIEKTPUICCKII KOHTAKT MEXIY KATyIIKOM
W TeJIeM, 3aIIOTHSIIOMNM DD -3]1eKTpoI, — B 3TOM CiIyJae
apTedaKThl CYIIIECTBEHHO YCIINBAIOTCS.
CMeleHne 3JIEKTPOIOB IO IECTBUEM 3JICKTPOIBH -
XKymmx cui [20], BuOpalmss KaTyImKy Py KaxKIOM HM-
nynbce [3] M COKpaIlleHWsT MBIIII — BCE 3TO MPUBOIUT
K apredakram Ha DDI. B cBsI3M ¢ 3TUM TIpM TTpOBEIEeHUN
zarmcu TMC-99TI pekoMeHayeTcs HageBaTh Ha TOJOBY
WCITBITYEMOTO TIOBEpPX 3JIEKTPOAOB TOHKYIO IIAIOYKY,
YTO MUHUMHU3UPYET CMEIIICHNE 3IEKTPOIOB ITPH PACTIOINO-
KeHUH Hall HUMU CTUMYJISIIUOHHOM KaTYIIIKM.
ITockoabKY IIOJNIHOCTBIO M30eXaTh CTaHIAPTHBIX
bu3mdecknx U GHU3MOIOTUUECKHX apTedakToB IIpHU
TMC-D93T HeBO3MOXHO, UCITOJIb3YIOTCSI METOIBI ITOCT-
o0paboTtku curHana. Huxe paccMOTpeHBI OCHOBHBIE
TIpUEMBI IS YMEHbIIEHUS XapaKTepHbIX 111 TMC-D9T
apredakToB.
+ Pacnonoxenne 3iekTpomoB. Kak yxke oTrmeda-
JIOCh, BJICKTPOIBI, PACIIONIOXKEHHBIC HETIOCPEICT-
BEHHO TIOI KATYIIKOW, HamboJjiee IOABEPKCHBI
TMC-BbI3BaHHBIM apTedakTaM. 11 X MUHUMM-
3allM PEKOMEHIYeTCSI pacioyiaraTb pedepeHT-
HBIIT M 3a3¢eMJISTIOIINA 3JIEKTPOIBI KaK MOXKHO
JaJIbIIIe OT CTUMYJIMPYIOIIel KaTymku. [1pu MHO-
rokaHajapbHO DOl BaxkHO M30erarh CO3TAHMS
TeTelIb Ha IPOBOIAX, IJISI 3TOTO IIPOBOIA OT CEH-
COpPOB CJIeAyeT TPYIIIMPOBaTh BMECTE U MaKCH-
MAaJTBHO YIAJISITh OT CHJIOBOTO Ka0EIIsI CTUMYJISIIIH -
OoHHOI katymku [4]. Takxke peKoMeHIyeTcs
OPHUEHTUPOBATh TIPOBOIA IEPIECHIUKYISIPHO
no orHomeHuio K TMC-uHIyHnpOBaHHOMY
BIICKTPUIECKOMY IIOJTI0, HAIIpUMED, B CIyJae UcC-
TI0JIb30BaHUSI BOCBMMOOPA3HOM KATYIIKK OIITH-
MaJIbHOE PAacCITOJIOXKEeHNEe IPOBOIOB OyIeT Iep-
MEHINKYISIPHO pydKe Katymku [20].

*  KontponbsHsle ycnoBus. Heodxomnmo momaepk-
HYTb BaXKHOCTH MCTIOJIb30BaHUS TIJIalle00-CTUMY -
nguuu ipu TMC-93T, B ToM 4yucie migd yueta
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BO3MOXHBIX apTe(aKTOB WU AOMOTHUTETbHBIX
CJIyXOBBIX M COMAaTOCEHCOPHBIX KOMIIOHEHTOB
Ha TMC-Br13BaHHBIX TToTeHIIMaMax (TMC-BII).
B 3aBucumocTtu OT 1Leleil ucciaemoBaHUS
JUIS T1a1e00-CTUMYJISILUKA BO3MOXHO MCTIOJb-
30BaHME CIlelMaJibHbIX IUIale0o0-KaTyliek
WIN CHELNAJbHON IIJIACTMKOBOM /IepeBSIHHOMN
MOMJIOXKH MO/ KATYIIKY, OTIAJISIIOLIEeA CTUMYJISI-
TOp OT TrOJIOBbl Ha HECKOJbKO CAHTUMETPOB,
a B HEKOTOPBIX CAydassXx — CTUMYISLUS APyTroi
30HBI MO3ra.

OcoGeHnocmu Au3aiiHa uccnefoBaHuil ¢ UCNONb30BaHUEM

TMC-33r

ITpu nposenenn TMC-B3T -nccnenoBaHus He00X0-
MO YIUTBIBATh M KOHTPOJIHMPOBATH CICAYIOIINE OCHOB-
HBIE TTapaMeTpsl (puc. 3) [2]:

*  mapameTpbl CTUMYJISLIHH («BXOm» Ha puc. 3);

+  BBI-mapaMeTphl («BBIXOTHBIC TaHHBIC» Ha pHC. 3);

*  COCTOSTHHE MO3Ta;

*  CBOWCTBa TKaHEU.

IIporokon TMC. Iy Bcex caydaeB MCIIOJB30BAHUS
TMC mombop mpoTokoaa (CTUMYJISIIIAS OMHOKPATHBIMU
AMITYJIbCAMH, TTapHAasT CTUMYJISIIINS, PUTMHYECKast CTUMY-
JISILIMSL M1 [IP.) — OCHOBOIIOJIATAIOIII MOMEHT. BoJIbImH-
¢TBO IpoToK00B TMC paspabaThIBaJI TSI CTUMYJISTIIAN
IIBUTATEJIbHBIX 00IacTeit MO3Ta, M CETOMHS aKTUBHO U3Y-
YaeTCsT BOBMOXKXHOCTD X 9KCTPAIIOJISIIINYA Ha HEMOTOPHBIE
PETHOHBI KOPBI, B TOM YHCJIE C TIOMOIIBIO OIIeHKH 110 DI

Oo6aactp crumymsmn. Kak oTMedeHo BEIIIIe, ST TTOITY-
yeHUsT cTadIbHBIX TMC-BIT nprHIMTIAATBHEIM SIBIISICTCST
CTaOMIJTEHOE TIOJTOXKEHME KATYIIKH [21], 9To AeslaeT UCIIOIb-
30BaHME HABUTALIMOHHOM CHCTEMBI TIPAKTUICCKU 00s13aTe b~
HBIM TIpH ipoBeeHn oHaitH TMC-D3I. Mertononmoride-
CKM BaXKHO TTOMHUTB, YTO BbIpaXXKeHHOCTh TM C-BBI3BaHHBIX
MBIIIEYHBIX apTedakToB Ha DI 3aBUCUT OT MeCTa CTUMYJISI-
myn. Tak, apTedakThl He PEACTABISIOT 0CO00M MPOOIEMBI
TIPY CTUMYJISILTAM 00JIaCTH BepTEKCa M 3HAYNTEIILHBI ITPH CTH-
MYJISILIMM BUCOYHBIX Y HUKHMX JIOOHBIX obOsacteit. [Tocnen-
Hee 0COOEHHO BaXKHO MPU CTUMYJISIIIAN peYeBBIX 30H [14].

HNurencusrocts ctumyna. nss TMC-OMI geurarens-
HOl KOpBI TOJIYYCHBI KPUBBIE WHTEHCUBHOCTH/OTBET
JIJIST pa3IMYHBIX TTPOTOKOIOB [22]. OcobenHocThio TMC-
OMI sgBisteTcs TO, YTO TIPU CTUMYJISILINU TBUTATEIBHOMN
KOpHbI 11 nonydeHrss BMO HeoOXoauM CTUMYJT MHTEH-
CHBHOCTBIO BEIIIIE MOTOPHOTO IIOpoTa IokKosi. B To ke
BpeMsI ITpH OTHOKpaTHO# /mapHOoit TMC-D3TI nBurareib-
HBIX 00J1aCTell UCTIOIB30BaHIE HANTIOPOTOBBIX CTUMYJIOB
IIJIST TIPEIOTBPAILCHUSI «3arpsa3HeHns» DB -0TBeTOB ad-
(bepeHTHBIMM KOMITOHEHTaMH OT BEI3BAHHOTO MBIIIICYHO-
IO COKpAIlleHUsI He 00s3aTeIbHO, a TI0 MHEHUIO HEKOTO-
PBIX HccienoBareseit [23], maxke HexenatebpHO. [1py aTOM
IJIST CTUMYJISILIAA HEMOTOPHBIX O0JIacTeil TakKe BaKHO
OIIpeie/ICHNE TIOPOTOBOTO 3HAYCHUS WHTCHCHBHOCTH.
Yare Bcero MCMoJib3yeTcsl 3HAaUeHEe MOTOPHOTO ITOpora
BMO B oTBeT Ha OMHOKPATHBIN CTUMYJI, YTO HE SIBJISIETCS

ONTUMAILHBIM pellieHneM. Mcmonb3oBanne TMC-D9T
(HammpuMep, HaXOXIeHNEe TOpora MHTEHCUBHOCTH TTOSIB-
neanst TMC-BII) mist ompeneneHnsT MHTCHCUBHOCTH
CTUMYJISIIUYA HEIBUTATEIbHBIX 30H MOXET CYIIECTBEHHO
MMOBBICUTh TOYHOCTh M 3(P(EKTUBHOCTD CTUMYJISIINU.
Taxke BaXKHBIM METOIOJIOTUTIECKIM MOMEHTOM IIPH OTIpE-
JeJIeHUM WHTEHCUBHOCTU CTUMYIsunu rmpu TMC-53T
CUMTACTCS HEOOXOTMMOCTD yueTa TOJMIIUHB DA -1amod-
KU C 3JIEKTPOIaMM, YBSIMINBAOIICI pacCTOSHHIE OT Ka-
TYIIKX 10 TOYKM IIpeAronaracMoi crumyisiauu. Ompene-
JICHNE HEeOOXOOMMOW WHTEHCUBHOCTU CTUMYJISIIIUKA
1o topory BMO m0o/KHO IpOBOIUTECS ITOCTIe HAIeBaHUS
DT -1manouxm.

Yucmo crumyiios. s TMC-DMI goctaTogHOE 9MCIIO
CTUMYJIOB B TIPOTOKOJAX IUISI TOJydeHHUS CTAOMIBLHOTO
cpemHero 3HadeHMsT aMIuMTynsl BMO cocraBiisieT 0K0JIo
20 [22, 24]. B cBSI3M ¢ HU3KUM COOTHOIIEHUEM CHT-
HaJI/ITyM, XapaKTepHbIM it DOI 17151 BBIOEICHUST BBI3-
BaHHBIX IToTeHIMaOB (BIT), HeoOxommMo 60JIBIIIOe YMCIIO
ctumyjioB — g0 100—200 [25, 26]. OnHako mpu UCIIOJIb30-
BaHWUM MHOTOMEPHOM IIPOCTPAaHCTBEHHOW (PMIIbTpalnu
HEeHPOHAJIBLHBIX OTBETOB YMCJIO CTUMYJIOB IIJIST BEIIEICHUST
BIT MoXeT OBITh YMeHbIIEHO [27].

Vnanenune apredakroB TMC u3z DBI'-curnana. OgHum
W3 CaMBIX TTOITYJIIPHBIX METOIOB MOAABICHMS apTe(aKkToB
npu TMC saBisieTcsl mpOCTpaHCTBeHHAs (DUIIBTpAIIMs
DOTI'-curnanos [28]. [Ipy 3TOM oCyIIeCTBISIETCS pacyeT
k03¢ pummeHToB (BecoB) Wit DBI-aKTUBHOCTM Ha Ka-
XKIOM KaHaJjie IS TIOCJICAYIOIIEeTO pa3IoKeHUsT CUTHAIa
D3I Ha TIPOCTpPaHCTBEHHBIC KOMIIOHEHTBI C OIIpeIeIcH-
HBIMU XapakTepuctukamu. Yame Bcero ipu TMC-33T
HCITOJIB3YIOT METOJI, OCHOBAaHHBIM HAa HAXOXICHUU He3a-
BUCHUMBIX KOMIIOHeHT (independent component analysis,
ICA) [29]. [Ipu 3TOM cUMTaeTCsI, YTO YACTh KOMITOHEHT
COIEPXUT TOJIBKO apTedakThl (HAIpUMEp, MBIIMICYHBIC
¥ TIOJISIPU3AIIMOHHBIC), B TO BpeMsI KaK OCTaJIbHbIE KOM-
TIOHEHTHI COOTBETCTBYIOT CUTHAJIAM, CBSI3aHHBIM C aKTHB-
HocTbhI0 Mo3ra Bo BpeMs1 TMC. KoMITOHEHTHI, comepska-
mue apredakTsl, MpHW JaJbHEUIIEM aHaIM3e YIAJISIOT.
Ha atom aTame cyiiecTByeT BepOSITHOCTh HETIpeTHAMEPEH-
HOTO ymaJieHUsI KOMIIOHEHTHI, COIepIKalllel Kak apTedak-
THI, TaK ¥ HEHPOHAJIbHYIO aKTUBHOCTD. [l M30eKaHMs
9TOTO CJIeAyeT BHUMATENIbHO M3y4aTh TOIOTPadHIo
W CIIEKTPATIbHYIO COCTABIISIIONIYI0 KOMITOHEHT.

Cocrosnne Mo3ra. B meoM cocTostHue MO3ra MOXHO
OXapaKTepHU30BaTh 110 MEHBIIEH Mepe YeThIPhMSI BasXKHBIMU
COCTABJITIOIINMU: YPOBHEM BO3PACTHOTO Pa3BUTHSI, COCTO-
STHAEM 3I0POBbSI, TICUXO(U3NUOIOTUICCKIM (PYHKITMOHAb-
HBIM COCTOSTHHEM (YpOBEHBb OOIPCTBOBAHMS, TEKYIIIME
KOTHUTUBHBIC TIPOLIECCHI) W HMUPKATHBIMU M CYOCEKYHII-
HBIMU pUTMaMHM (M3MCHEHHUS TIPOCTPAHCTBEHHO-
BpEeMEHHOI HelipoHabHOM muHaMUKK). TMC-33T ore-
HUBaeT N3MEHEeHNE HEMPOHATIBLHOI TMHAMUKHU C BBICOKAM
BPEMEHHBIM pa3pelIeHUeM, YTO TTO3BOJISIET UCIIOIb30BaTh
TMC-B3T, HartpuMep 1T CO3TaHUS TTOIXOIOB COCTOSTHUA-
€3aBUCUMOI CTUMYJISIIINUI, KOTIa BpeMsI CTUMYJISIINN 1 €€
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ImapaMeTphbl TTOAOMPAIOTCS B COOTBETCTBMM C TEKYIIEH
HEeHpPOHAIBHON aKTUBHOCTBIO (IIPUHIIUIT OTKPHITOM TIeT-
JIN), a TAKKE MOTYT U3MEHSITBCSI B 3aBUCUMOCTH OT 3(phek-
TOB CTUMYJISIIINN, OLICHWBAeMBIX OHJIAMH (IIPWHLIMII 3a-
KpoITOl TIeTm) [30].

Jpyruvu (akTOpaMu, BIUSIOIMIMMKA Ha Pe3yJIBTaThI
nccaegoBanus npu nposegeHun TMC-D3I, aensgiorcs:
¢dopma karymku [31], ee marepman [32], opueHTaLUd
KaTYIIK1 OTHOCUTEIBHO TOJIOBHI [33], (hopMa MarHUTHOTO
uMmItyabca [34], MEXMMITYJIbCHBII WHTEpBaJI, CBOMCTBA
MO3TOBBIX TKaHEH, BKITI0YAsT aHU30TPOITHIO OEIOTO Bellle-
cTBa [35], a TakKe 00beM U pacTipefesieHrue CTMHHO-MO3-
TOBOM XMIIKOCTH B YepeIrHoi Kopooke [33].

06wuii Bup TMC-BbI3BaHHbIX 0OMBEMOB Ha 33r

IMomumo TMC-BIT TMC MoxXeT MPUBOAUTH K TeHE-
pamuy OIpeneIcHHON OCHMIIATOPHON aKTHBHOCTHU
U MOIYJISILUMK TEKYIIMX PUTMOB [36], Tak Ha3bIBaeMoii
CHMHXPOHU3AINHU U TeCUHXPOHM3AIINH, CBSI3aHHBIM C CO-
oeiTHeM [37], a Takke K OoJiee CIIOXKHBIM MU3MEHEHUSIM
HelipoHanbHOI muHamMuku. TMC-BII otnnuarores 6omee
BBICOKO1 BOCIIPOU3BOINMOCTHIO 110 cpaBHeHUIO ¢ BMO.
IMokazaHno, 4yTo mMpu (UKCHPOBAHHOM ITOJIOKEHUM Ka-
TYIIKY TIPY TTOBTOPHBIX MCCACIOBAHUAX KOI(DOUIIMEHT
Koppensaiuu 1 Bcex kommmoHeHT TMC-BIT mo 200 mc
MIPY CTUMYJISIIINY IBUTATEIbHOM KOPBI M TIpe(pPOHTATh-
Hol Kopksl coctaBiseT 0,8 u 6onee [25]. CeromHs BHISIB-
JIEHBI ClIeayIone cTaduiabHble KOMITOHEeHTH TMC-BIT
Ha OIHOKPATHBIA CTUMYJ TEPBUYHOW JIBUTATEIbHOU
KOpBbI, KOTOpBIe Takxke xapakTtepHbl n masg TMC-BII
IPYTUX perHOHOB KopHl (puc. 4, 5): N15, P30, N45, P55,
N100 u P180. U3BecTHO, yTo DDI" Majo 4yBCTBUTEIbLHA
K TIOTCHITMAJTY IeMCTBHUS HEMPOHOB, U OCHOBY PETUCTPH -
pPyeMOi1 aKTUBHOCTH COCTABJISIOT CyMMapHBIC TTOCTCH-
HaIlTHYeCKNe TOKH, UMEIOIINe KaK BO30YKIAIOIIYIO, TaK
W TOPMO3HYIO mpupony. Eciu paHHMEe KOMIIOHEHTHI
TMC-BII ckopee Bcero oTpaxaloT akTUBAlLIMIO B 00JIaCTH
CTUMYJISILINY, TO 00Jiee TTO3THKUE, BEPOSITHO, BKIIFOYAIOT
B ce0s M HEMPOHATBbHYIO aKTMBHOCTD, CBSI3aHHYIO C pac-
MIPOCTpaHeHUEM aKTUBHOCTH BHYTPHU M MEXIY ITOJIyIIIa-
pPUSIMHM TIOCPEACTBOM TPAaHCAKCOHAJILHOW IIepemadmn.
I[IpocTpaHCTBEHHO-BpeMEHHOE pacIpoCTpaHEeHUE
TMC-BII 3aBUCHT OT coCcTOSTHUS TUDPY3HBIX HEUPO-
MOIYJISIIMOHHBIX CUCTEM TOJIOBHOTO Mo3ra [18], a Tak-
XK€ OT JIOKAJIbHOW HEWPOHAJIbHOW AKTUBHOCTU B MO-
MEHT TIpenbsaBieHuss ctumyna [38]. W3ydeHne
MIPOCTPAaHCTBEHHO-BpeMeHHOTO pa3zButusi TMC-BII
SIBJISIETCSI €11 OMHUM U3 BO3MOXHBIX ITOIXOIOB COOTHE-
ceHMsT (PYHKIIMOHAJIBPHOW ¥ aHATOMUYECKOU CBSI3HOCTHU
B Mo3re 1o pe3yabratam guddysnontoit MPT. [lns He-
KoTopbix KoMmoHeHT TMC-BII yxe nmony4yeHbl JaHHBIE
00 MX CBSA3M C ONpeAeICHHBIMA MEIUATOPHBIMU CHUCTE-
Mamu. Tak, HampuMep, TSI XOPOIIIO N3YIeHHOTO KOMIIO-
HenTa N100 (JrareHTHOCTB 0KOJ10 100 MC) TTOKa3aHa CBSI3b
¢ Topmo3HbIiMu TIpouteccamu TAMK-B [23, 39], a Takke
YaCTUYHOE YIacTHE B ero ()OPMUPOBAHUM CIyXOBBIX BII
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Puc. 4. IIpumep munuunoeo TMC-6bi36anH020 homeHyuana é obaacmu nep-
BUUHOLI 0BULAMENbHOU KOPbL NpU ee cmumyaayuu (adanmuposaro u3 [2, 3]
C UBMEHeHUSIMU)

Fig. 4. An example of typical TMS-induced potential in the area of the
primary motor cortex during its stimulation (adapted from [2, 3] with
revisions)
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Puc. 5. Ilpumep monoepaguu TMC-6bi36aHH020 NOMEHUUANA CO CKAALNA
npu 64-a1exmpoonoil 3anucu (adanmuposano u3z [3] ¢ usmenenusmu)

Fig. 5. An example of TMS-induced potential imagining from the scalp during
64-electrode registration (adapted from [3] with revisions)

[17]. Takxe moKa3aHa BO3MOXHasl CBSI3b C TOPMO3HBIMU
MpolieccaMu it KoMItoHeHTa N45 — ¢ paboToii pelier-
topoB TAMK-A, 115t koMmnonenTta P60 — cBsi3b ¢ cucre-
moit TAMK-B. TMC-93T oTkpblia HOBYIO 3py HUCCIe-
IOBaHWK B (apMaKOJOTHH, TO3BOJSS JIOKAJIBHO
OLIEHWBATh MOAYJISINIO KoMIoHeHT TMC-33T nipu Bo3-
IEeNCTBUY Pa3IMIHBIX (PapMaKOJIOTMICCKUX IIPEITapaToB
C BBISIBJIEHHEM UX TOYEYHBIX 3(pdekToB [40]. Pe3yabraThl
HCCIIeNOBaHWI CBSI3M pa3HbIX KoMmroHeHT TMC-BII
¢ HelipoMeINaTOPHBIMU CUCTEMaMU U JeUCTBHEM IIpe-
IapaToB IIpelicTaBIeHb B 0030pe [41].

Mpumenenue TMC-33r

Meton TMC-33T" npuobpetaeT pacrpocTpaHeHUe
Kak B (pyHIaMeHTAIBHBIX, TAK M B KITIMHUICCKUX 1 TPAHC-
JISIIIAOHHBIX HcclienoBaHUsIX. IlepBoHayaaIbHO MeETOX
TMC 6511 IpeAIoXKeH IS U3y4eHUsT MO3Tra 4YeJloBeKa,
HO cerogHsi MHOrue TMC-TIpOTOKOIBI amanTHPOBaHBI
DI TIpUMEHEHUsI Ha TphI3yHax. Tak, IMpOTOKOJ IMapHOMi

Tom?7

27



TOM7

28

HepBHo-Mblweynbie BONTE3HU

Jlexuuu u 0630pbi

CTUMYJISIIINY, 3KBUBAJICHTHBIN BHYTPUKOPKOBOMY TOP-
MokeHMIO IipH mapHoit TMC ¢ IITMHHBIMA MEXKUMITYJIbC-
ueiMu nHTepBajamu (LICI), 6611 agarrTupoBaH It aHe -
CTe3MPOBAHHBIX M OOAPCTBYIOIIMX KpBIC [42], dTO
MMO3BOJIMIIO TTOKa3aTh CBA3b peHomeHa LICI ¢ paboroit
peuentopoB TAMK-A. [1pu HU3KOUYACTOTHOM pUTMUYE-
ckoit TMC (pTMC) y kpbIc ObUTa MOKa3aHa CBA3b 3(-
¢dekTa TOITOBPEeMEHHOTO TOPMOXKXEHUS ¢ pabOoTOM IIyTa-
MaTteprudyeckux peuentopos HMJA-tuna [43].
Bosmoxnoctu TMC-D3I' noka ermie He IOCTATOYHO
W3y4eHBI Ha TPBI3YHAX, XOTS B OTACIBHBIX pad0TaX METO
yKe MCIIOJb30BaJIM, HaIlpuMep, IUIST aHaIu3a IIPOTUBO-
cynopoxHoro adpdexra pTMC y kpric [44]. B nepcnek-
tuBe TMC-D3I MoXeT cTaTh MOIIHBIM MHCTPYMEHTOM
TPAaHCISAIIMOHHBIX NCCIICTOBAHMIA.

BaxxHast ocodbeHHOCTh oHIaitH TMC-931" — Bo3MOXK-
HOCTb OIICHMBATh 3(PDEKTHI CTUMYJISIIINN HEIBUTATEIIb-
HBIX PETUOHOB KOPHI ¥ M3y4aTh [ICHTPAIbHBIC SKBUBAJICH-
Tl BMO Ha D3I nipu cTUMYISILUUNA ABUTATEIbHBIX 30H.
Onucansl Mmapkepsl TMC-D3T, cBg3aHHBIE C ITpolecca-
MU TOPMO3HOI Heilponepeaauu (Hanpumep, TAMKepru-
yeckoit) [23, 39], Bo30yIMMOCTBIO KOpPHI [45], mpoliec-
caMHM KOPKOBO# IUIACTUYHOCTU [4], KOPTHKAJbHOM
MMPOBOIMMOCTBIO [46], MexmonyiapHoii [47] u Mo3xed-
KOBO-moiymapHoi [48] cBsI3HOCTBIO, (D (PeKTUBHON
CBSI3HOCTBIO MEXIy pernoHaMu [49] M cOXpaHHOCTBIO
TAJIAMOKOPTUKAIBHBIX cBa3eii [36]. TMC-D3T asnser-
Ccsl YHUKAJIBHBIM METOIOM W3Y4YeHHUs HEHpOHAIbHOM
ITUHAMWKHU BO BpeMs cTumyassunu. [lokazaHa cBs3b Te-
Kymeit DOI-aKTMBHOCTM C pPEaKTUBHOCTHIO MO3ra
Ha TMC, nHanpumep ¢ ammurynoit BMO [50] nnm onry-
meHreM ¢hocheHOB IIPU CTUMYJISIIAN 3pUTETBHON KOPBI
[38, 51]. Okasanoch, ytro MeTpuku TMC-D3I moryr
OTJIMYATHCS [JIs pa3HbIX 00J1aCTeil rOJJOBHOrO Mo3ra [36,
52]. Hanmpumep, npu onnaitH TMC-93T gBurarenbHOM
KOPHI 10 M TOocJIie TIpoBeaeHUs Hu3KoyacToTHOM (1 Tir)
pTMC MOTOPHOI U 3pUTEIBHON KOPHI Y 3T0POBBIX MC-
ITBITYEMBIX OBLIO TTPOAEMOHCTPUPOBAHO, YTO HU3KOUYA-
crotHasgs pTMC paBuratenbHO 00JlacTM MPUBOAMIIA
KaK K YMEHbBIIIeHUIO aMIuInTyasl BMO, Tak u K yBeau-
yeHnto ammumutyasl P60 n N100 komrmonenTtoB TMC-
BII, mpenmojoXWTeapHO CBSI3aHHBIX C aKTHBallMeit
T'AMKepruueckux mexaHusMoB. Ilpu 3ToM HHU3KOUaA-
CTOTHAsI CTUMYJISIINS 3PUTEIBHOM KOPBI HE COIPOBO-
Xnmanach u3aMeHeHnsMu Hu BMO, un TMC-BIT [53].
B HeKOTOpBIX MCCIeTOBaHUSX ITOKa3aHa OOIbIIAas IyB-
CTBUTEIBHOCTH MapKepoB DI Mo cpaBHEHUIO ¢ MapKe-
pamun OMI npun TMC-uHIYUMPOBAHHONW MOAYJISIIAN
[54]. Baxuasa ocobeHHocTh TMC-D3I, ynmomsHyras
BBIIIIE, — BO3MOXKXHOCTD M3y4aTh HaIpaBlieHHEe MHDOP-
MAaIlMOHHOTO ITOTOKAa B MO3T€ C BHICOKUM BPEMEHHBIM
pa3peleHneM, UCIIOJb3Ys OIEHKN IPOCTPaHCTBEHHO-
BpeMeHHOTO pa3putust TMC-BII [55]. OgHuM 13 caMbIX
OMM3KNX K MPAKTUISCKOMY IMPUMEHEHHIO CETOIHS SIB-
nsietcs Mmapkep TMC-D3OT — tak Ha3pIBaeMbIil MHAEKC
CIIOXXKHOCTH OTBETa IIpU CcTUMYISIIHU (perturbation

complexity index, PCI), koppeaupyomuii ¢ ypoBHEM
cosHanus [18, 56, 57].

Kmmamgeckoe nmpumenenne TMC-D3OI. B kimHMYe-
ckux ucciaegoBanusix TMC-D3TI Bce 6obllle UCITOB3Y-
eTcsl IUIST M3Y4eHUsI MaTo(GU3NOJIOTHIESCKIX IIPOIIECCOB,
JIEXAIINX B OCHOBE HEBPOJIOTMYECKUX M TICUXMIECKUX
6ose3Heit. MeTon TaksKe IPUMEHSIOT TSI TIPOTHO3a 1 pa3-
pPadOTKM TMATHOCTUICCKUX U JICYCOHBIX TTOIXOIOB TS TTa-
IIMEHTOB U JIUII C BEICOKMM PHUCKOM Pa3BUTHS TTATOJIOTUU
(TIp1 pa3TMIHBIX TIPEMOPOMITHBIX COCTOSTHUSIX).

TMC-33I' B muarnoctuke. Mapkepsl TMC-239T
001a1aI0T IMATHOCTUYECKUM U TTPOTHOCTUIECKUM TI0-
TEHIIMAJIOM B OTHOIICHWUW MHOTHX HEBPOJOTHMYECCKUX
¥ TICUXWYeCKNX OoJie3Hell. B mepByio ogepenp 310 Kaca-
erca mm3odpenun [46], menpeccuun [58], smmerncun
[59], 60ae3uu Anbureiimepa [60], XxpoHHUYECKOroO GoJie-
BOro cuHapoma [61], HapylieHust co3HaHus [62], yepen-
HO-M03r0BO# TpaBMmbl [63] u np. IlpoBogsitcst TMC-
OOTI'-uccnemoBaHmus, HaIlpaBJICHHBIC Ha W3yYCHHE
COXPaHHOCTH CTPYKTYPHO-(DYHKIIMOHATBHOI OpraHm3a-
IIMY MO3Ta IMPY HEBPOJIOTUIECKIX U IICUXWUIECKUX 00JIe3-
Hax. Hampumep, TMC-D39TI-nccnenoBaHus NalleHTOB
¢ mM30MpeHN TPOIEMOHCTPUPOBAIN Ne(hUITAT TeHEepa-
uuu TAMK-omnocpenoBaHHOM MOILYISILIMY TaMMa-KoJie-
Oanuii B npedpoHTaabHOR Kope [64]. Tlpm GosesHu
AnprreiiMmepa MU CHMXEHHUM KOTHUTMBHBIX (DYyHKIIWI
¢ oMot TMC-93I" o6HapyXeHO HapylIeHIue KOp-
TUKaJILHOU BO30ynuMocTu u cBsasHoctu [60]. TMC-953T
MPUMEHSIaCh UIST M3YYCHUST HapYIICHUI TOPMO3HBIX
MEXaHU3MOB Y eTell ¢ CUHIPOMOM AeduLiuTa BHUMAHUS
¢ runepaktuBHocThio (CABI) [65] 1 y B3pocibIx maiu-
eHTOB ¢ anmtencueii [66]. Y nereit ¢ CIABI' kommoHeHTa
N100 6nuta MeHbIIe IO aMIUIATYAE, YeM Y 3A0POBBIX
JeTeil B KOHTPOJbHOM rpymiie [65]. AKTUBHO N3ydaroTcs
Bo3MoxxHOCTH TMC-93T 11pu snnierncum aist NaeHTH-
UKaIMY STTUICTITOTeHHOM 30HBI, IIpeacKa3aHus 3G deK-
TUBHOCTA aHTUIIWIENITUYECKUX mpernaparos [40, 67]
1 3¢ GEKTUBHOCTY WHBA3UBHONM HENPOMOIYISATOPHON
Tepanuu [59, 66, 68].

ITpomoiskaroTcs NCCIeT0BaHUS COCTOSTHUS CO3ZHAHMS
¢ tomomipio TMC-93TI. TToka3zaHo, 4YTO peaKTUBHOCTH
O8I Ha TMC cHmxaetcs: 1) Bo BpeMsI MEeIJICHHOTO CHA
[18], HO He B ¢pa3e GbicTporo cHa [57]; 2) Ha (hOHE UHDB-
eKIIMH TaKMX CEIAaTUBHBIX aHECTETUKOB, KaK MUIA30J1aM
[49], iportodo1 1 KCEHOH, HO He MEHSIETCSI TP BBEC-
HUM KeTaMWHA, KOTOPBII MPUBOIUT K SIPKUM TaJUTFOIIM -
HauusMm [56]. Mugekc PCI GbuI IpenioXeH B Ka4yecTBe
BO3MOXXHOTO Mapkepa aruddepeHIIMaIbHON THarHOCTAKY
MAIlEHTOB, HAXOISIIINECS B BETeTAaTUBHOM COCTOSTHUM,
¥ TMAIMEHTOB ¢ MUHUMAJBHBIM COCTOSTHUEM CO3HAHMS
[56, 62].

IIpeaukTopsl U Mapkepbl 3(¢eKTMBHOCTH Tepanuu.
Meton TMC-O3TI' takke MOXET MCIIOJb30BAaThCA UIA
MPpOTHO3a 3(PHEKTUBHOCTH JICUCHNS 1 U3YICHUST MEXaHW3-
Ma IEeWCTBUS TepamuM, BKITIOYas (HapMaKoJIIOIMIeCKOe
u HeiipoMonysitopHoe Bosaeiicteue (pPTMC, anmekTpocy-
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IOPOXKHAS Tepalls, TpaHCKpaHWAIbHAS SJIEKTpAIeCKast
CTUMYJISITNSA ), KOTHUTUBHBIE W IBUTATEIbHBIC TPEHWHTU
n ap. [59].

IIpn mpoBeneHWM HAIIIOPOTOBOM HU3KOUYACTOTHOM
pTMC motopHoii kophl y aeteit ¢ CABIT 1 onienke TMC-
BII mokazaHo yMeHbIIEeHHME aMIUINTYIBl KOMITOHEHTA
N100, 9To TIPeaIOJIOKUTETHLHO OTpaKaeT 00IIIee CHIKE-
HHUE PEaKTUBHOCTH MJIM TOPMO3HBIX IMPOIECCOB Y TaKMX
nereit [69].

Pa3paboTKa TepaneBTHYECKHX MOAX010B. ccienona-
Hue MapkepoB TMC-D3I' MoxeT OBITb ITOJIE3HBIM
IIpH pa3paboTKe MOAXOI0B ITePCOHNMDUIIMPOBAHHON Me-
nuiHbL. Hampumep, onpenenenne MapkepoB TMC-239T
W3MEHEHHMS YaCTOTHO- W PETMOHCIEIIM(UIHBIX TaMMa-
ocIIALMi mpu mm3odgpeHun [70] MOXET CIIyXXUTh py-
KOBOJACTBOM IS pa3paboTKM mpoTokojioB pTMC
mpyu 3ToM 3aboJieBaHum. JJIsT pa3pabOTKU IIPOTOKOJIOB
HEHPOMOIYJISIIIUA TIPY HAPYIICHUSIX BHUMAHUSI WJIA CUH-
IpoMe HeTJieKTa MMEeT IMOTeHIIMAIbHOe KIMHUYIECKOE
3HaueHusa pTMC-Monysaius CBSI3aHHBIX ¢ BHUMaHUEM
anbpa-ocumuIsIuMiA B TeMeHHoM Kope [71]. Kpome Toro,
couetanne TMC-93T ¢ npyrumMu MeTomaMu HEMPOBU3Y-
anmm3aluuu, BKIodas Iud@ysnoHHo-TeH30pHYI0 MPT
[47], dynkunonansayo MPT [66] 1 reHeTMYECKIE KCCITE-
noBaHUd [72], maeT YHUKaJIbHYIO BO3MOXKXHOCTb M3y4aTh
MIPUYINHHO-CJICACTBEHHBIC MEXaHN3MbI 00JIe3HEH Y UesIo-
BeKa OMHOBPEMEHHO Ha Pa3IMIHBIX YPOBHSIX.

IlepcrekTBHOE HaIIpaBleHWE — WCIIOJIb30BaHUE
onnaiitH TMC-939T n1g co3gaHus TPOTOKOJIOB afalTUB-
HOM CTUMYJISIIUM B PEXMME 3aKPBITOM WIJIM OTKPBITOU
MEeT/IM, B TOM YKCJIe B KOMOWHAIIMM C WHTepdeiicoM
MO3T—KOMITBIOTEP, YTO MOXKET MMETh OOJIBIIIOE 3HAYCHUE
IUJ1s1 pa3zpaboTKM MPOTOKOJIOB aAaITUBHON LEHTPAIbHOMU
CTUMYJISIIINY 110 aHAJIOTUH C TIepepUPUIECKOM 3JIEKTPO-
crumynsuueit [30]. besycmoBHo, DDI — He eAUHCTBEH-
HBIIT BO3MOXHBII UCTOYHUK MH(MOPMAIINU IS TIOMCKa
OIITUMAJIBHOTO MOMEHTA 3aITyCKa afalTUBHOMN CTUMYJISI-
mun. Hampumep, DMI TakKe MOXET CIIyXKUTb IIJIST TPUT-
rupoBanus TMC [73], Kak 1 moBeIeHUECKHE TToKa3aTe-
au. OgHako uMeHHO TMC-DDOI gBngercd OIHUM
W3 YHUBEPCAJIbHBIX MOIXOI0B, IPUMECHNUMBIX BHE 3aBH-
CHMOCTH OT 30HBI CTUMYJISIIIAN U 00JIaTaIOIINX BEICOKIUM
BpeMEHHBIM pa3pemnreHneM. [IpoBeneHBI IepBhIC UCCIIE-
IIOBaHMS, PE3yJIBTaThl KOTOPBIX IPOIAEMOHCTPUPOBAIIHN

MIPUHIINITHATHHYIO BO3MOXHOCTh TAKOTO ITOIX0Ia U €TI0
HelipoMonynupylomee Bo3aeiicteue [30].

Eme omHa cdhepa Oymyiiero mpuMeHEHHST 3aITycKae-
Moif o B[ cTUMYISILIMU B MEOIUIIMHE — SITWJICTICHS.
IMokazaHa BO3MOXHOCTb OCYIIIECTBIICHUS OHJIaifH-MOHU-
TOPHMHTA MWICTITU(POPMHOM aKTUBHOCTH Ha DI 11pH pe-
rynipoBanun napaMmeTpoB TMC ¢ o6paTHOI CBSI3bIO
JIJ1S1 BBI3bIBAHMS M MMPEAOTBPAILEHMS STMTUNTPUNAIKOB B 1U-
ArHOCTUYECKMX U TepaneBTUUECKUX LeJisix [68]. OcHOBHast
npobnema TMC-93T —adpdexkTuBHas oueHka DDI" oH-
JIaifH, KOTOpast 3HAYUTEILHO OCIIOXKHEHA HAJTMINEM apTe-
¢dakroB, cBsa3aHHbIX ¢ TMC. bynyiee momoOHOTo moaxo-
Ja BO MHOTOM 3aBHCHT OT IIporpecca B 00JacTh
pa3pabOTKM METOIOB OOHAPYKEHUSI I OHJIAH-KOPPEKITNT
apredaxkroB TMC-D3T.

3akniouenue

Meton TMC-D3TI nipencrasisieT cod0ii HOBBII OTEH-
LIMAJTbHO BBICOKOMHMOPMATUBHBIN MHCTPYMEHT UCCIISIO0-
BaHUs Mo3ra. TMC-93I ceromHs sIBiIsieTcs caMoii pacIipo-
cTpaHeHHOIl TexHosorueii «TMC+», Kotopas IO Mepe
TIPEOIOJICHNST TEXHUUECKUX CIOXHOCTEH M pa3pabOTKU
HOBOTO CITEITNATN3UPOBAHHOTO 000PYIOBaHMST CTAHOBUTCS
0oJIee TOCTYITHOM 1T KITMHIMYECKUX MCCIIeIOBAHMIA 1 KITH-
HMYECKOTO WCITONIh30BaHUS. YHUKAIBHBIC BO3MOXHOCTHU
oHnaitH TMC-93TI BKITI0YaloT: NcclieloBaHe peaKTUBHO-
cti Mo3ra Ha TMC; KoIM4eCTBEHHYIO OLIeHKY 3(h(heKTOB
TIPY CTUMYJISILIM HEMOTOPHBIX 30H; BO3MOXKHOCTh M3yde-
HMST TIPUIMHHO-CJICICTBEHHBIX CBSI3E MEXIy pernoHaMuU
MO3Ta, MCCIenysl IIPOCTPAaHCTBEHHO-BpeMEHHOE Pa3BUTHC
TMC-unayuupoBaHHBIX M3MeHeHM Ha DOI. Takxke Bce
0oJice peaJlbHBIM CTAHOBHTCS TIOIXOM C MCITOIB30BaHUEM
oHnaitH-3armcn DB wid ompeneneHUs ONTHMAIBHOTO
MOMEHTa TIPEIbSBIICHNSI MAarHUTOTO CTUMYJIa — ITOIXOI
cocrostHue3aBuCcMOil ctumysstiuu. Owxmnaitn TMC-339T
TTOKa OCTAETCS TOCTATOYHO TEXHMUECKH CIIOKHOI METOIM-
KOl M TpeOyeT HaIW4MsS CITEHIMAJIbHOTO OOOpYIOBAaHMSL.
Bonbiroe BHMMaHME yaeseTcst pa3padoTKe HOBBIX METOIOB
aHanm3a, anroputMoB TogaBieHns TMC-00ycIOBIEHHBIX
apredakToB Ha DDI, B TOM Umcie Il NX OHJIAH-00HAPY-
KEHMSI. DTO 0COOCHHO BaXKHO JUTS PAa3BUTHST TEXHOJIOTHIMA
amanTuBHOM DDOI -3armyckaeMoii CTUMYJISILIMI, 00JIafaoIeit
OOJIBIITM TTOTEHITNAIOM IS pa3padOTKU ITOIXOI0B MH/IM-
BULYAIN3UPOBAHHON HEUPOMOMYJISILINN.
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Ileav uccaedosanus — usyuenue snudemuoso02u1eckKux U KAUHUHeCKUx ocobennocmeii muacmenuu Ha meppumopuu Kpacrnospckoeo kpas.
Mamepuaavt u memodot. Ob6sexmom uccaedosanusi cmanu danHsle 314 nayuenmog c muacmerueil, 3apeeucmpuposartsie Kpacnospckum
Kpaegvim MeOUUUHCKUM UHGOPMAUUOHHBIM AHAAUMUYECKUM UeHmpoM. M3 nux 87 nauuenmoe Haxoouaucs nod NOCMOSHHLIM OUHAMUHECKUM
Habarwderuem.

Pesyasmamot. Cpednuii 6o3pacm nayuenmos cocmasun 45,4 eooa (cmandapmuoe omxaonerue 4,5 eoda). Qucao 3ab6oresuiux ycenuun —
66 (75,86 %), umo ¢ 3 pasza 6onvwe, uem myxcuun, — 21 (24,14 %). Pacnpocmpanennocmo cocmasuna 10,98 na 100 meic. nacenenus,
nepeuynas 3aboseeaemocms — 0,01 na 1000.

Saxarouenue. Ycmanoenenvi 0c00eHHOCMU KAUHUMECK020 MeHeHUs 3a001e6aHUs Y NAUUEHMO08, npoXcusaiouux Ha meppumopuu Kpacro-
APCKoeo Kpasi, opmupyemcs kpaesoil pecucmp 6oavHbix. C cenmsadps 2016 2. omkpvim Kabunem HepeHO-MblUeHHO Namoaocuu Ha baze
KOHCYAbMamMueHoi NoAuKAuHuKky Kpaeeoii kaunuueckoii 601bHULbL.

Karouesnie caosa: muacmenus, pacnpocmpaHeHHOCHb, 3a001€6aeMOChb, 30pA800XPAHEHUe, PEUCID YHema NAYUeHMO08 ¢ MUACMeHUell
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Epidemiological and clinical characteristics of myasthenia in the Krasnoyarsk region
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Aim. To study the epidemiological features of myasthenia gravis in the Krasnoyarsk region.

Materials and methods. 314 cases of myasthenia gravis, registered by the Krasnoyarsk regional health information analytical center, 87
of these patients were under constant monitoring.

Results. Mean age of the patients was 45.4 (SD 4.5) years. The number of women in the observed group — 66 (75.86 %), which was 3 times
more than men — 21 (24.14 %). The prevalence was 10.98 per 100.000 population, the primary incidence — 0.01 by 1000.

Conclusion. Clinical features of the disease in the region were established, the register of patients with myasthenia was formed. From

September 2016 a department of the neuromuscular pathology on the basis of advice Regional Hospital was formed.

Key words: myasthenia gravis, prevalence, incidence, healthcare, register of patients with myasthenia gravis

BseneHue

MuacteHusi — ayToMMMYHHOE 3a00JIeBaHKE CO CJIOX-
HBIM TTaTO(PU3UOJIOTUYECKNM MEXaHM3MOM ITOPaKCHMUS
CTPYKTYp HEPBHO-MBILIEYHOTO amnrmnapara. B ocHoBe pa3-
BUTHUS OOJIE3HU JIEXKUT BbIpaOOTKA aHTUTEN, MPEUMYLIe-
CTBEHHO K alleTUJIXOJMHOBBIM PELIENITOPaM MOCTCUHAII-
TUYECKO MEMOpaHbI, UTO COMTPOBOXKAAETCSI HAPYILIEHUEM
HEpPBHO-MBbIIIEYHON Tiepegayu. [MaBHON KIMHUYECKOM
0COOEHHOCTbIO MUACTEHUH SIBJISIETCSI IPOTpeCcCUpyoiast
c/1a00CTh M TAaTOJIOTUYECKas YTOMJISIEMOCTDb pa3dYHbIX
MBIIIEYHBIX rpyr [1—4].

3HAYNTETBHBIA WHTEPEC MCCIeAOBaTeNIcii TIPUBIEKAeT
U3y4EeHME SMUAEMUOTIOTMUECKMX OCOOEHHOCTEN MUACTEHUH.

BonbIMHCTBO aBTOPOB OTMEUAIOT POCT YMCIIa TAIH-
€HTOB C JTaHHOM ITaTOJIOTHEH B pa3IMIHBIX pernoHax. Tak,
3a TIOCJICTHHE IIOJIBeKa 3a00JIeBaeMOCTb MUACTCHMEH
Bospocia ¢ 3,1 1o 15—24 na 100 Teic. Hacenenusd [2, 4—9].
B cBs131 ¢ 3TUM HcCIIeq0BaHMS 110 U3YYSHUIO SITUACMHUO-
JIOTMIEeCKMX TTOKa3aTeieli MUaCTeHUH SIBJISTIOTCS HE00XO0-
IAMOI OCHOBOHM UISI ONTHMU3ALMU TUATHOCTHUYECKUX
¥ JIEYeOHBIX MEPOIIPUATHIM, IPOTrHO3NPOBAHMS TCUCHMS
¥ MCXOIOB 3a00JIeBaHMSI, OIICHKM COIIMAJIbHOTO yIepOa
¥ 3KoHoMm4eckux 3arpar [10, 11]. HanGonee n3ydyeHsl
AMUACMUOJIOTHYECKIE 0OCOOCHHOCTH MUacTeHH B bema-
pycu, Utammu, Cepoun, Jannu, Benunkodopuranun, Up-
nmanguu, IBeunu, Kurtae, Amonun, CIIA, roe pacmopo-
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CTpaHEeHHOCTbH 3a00s1eBaHus BapbupyeT 10 24 Ha 100 ThIc.
HaceneHud [3, 5, 9, 10, 12—15]. Hanpumep, B Utanmmu
3a mocienHaue 20 JeT OTMEUYEH POCT 3a00JIeBACMOCTH MH-
acrenueii ¢ 6,2 1o 11,1 na 100 TeIC. XMTeneii [9, 15].

B Poccuu Haubosiee n3yyeHa snuaeMuoIoruyeckast
CHUTYyaIIHs B TeX PETHOHAX, T1Ie CO3MaHbl MAACTCHUUIECKIE
LIEHTPBI ¥ BEAYTCS PETUCTPHI MAIIMEHTOB C JAHHBIM 3a00-
JICBaHHEM.

[lo maHHBIM psiga WCCIEOOBAHMII, PacIpOCTPaHEH-
HOCThb MHMAcTeHMM B MOCKOBCKOI 00JIacCTH COCTaBMJIA
B cpeaHeM 8,95 Ha 100 Thic. HaceneHus [16]. 3a nepuon
¢ 2003 mo 2012 . mokasaTesib pacipoCTPaHEHHOCTA MUa-
creHun B JleHMHTpaackoit obiacty coctaBua 5,4
Ha 100 TeIc. Hacenenus [1]. B Camapckoii obimactu 3ape-
TUCTPUPOBaH 00JIee BRICOKMI aHAJIOTMIHBIN ITOKA3aTeNb —
9,7 na 100 Teic. HaceneHus [6], B Pecriyonnke Komu, Ha-
MPOTHUB, OH He TpeBbIlaeT 5,03 Ha 100 Teic. HaceneHud [7].
CpenHsis exerogHasi 3a00J1eBaéMOCTb B TAaHHOM pErOHE
3a mocaeanue 10 et coctaBuna 0,73 Ha 100 ThIC. Hacee-
Hus [7]. U3BecTHO, UTO MMACTEHUsI HOCUT MPEUMYIIECT-
BEHHO ITPOTPECCUPYIONINIA XapaKTep TeUSHUSI: TIPUMEPHO
B 85 % ciyuaeB B IiepBbIe 3 rofa ot aebroTa ria3Hoi Gpop-
MBI MUACTEHUU TIPUCOCTUHSIIOTCS CUMITTOMBI TIOPAsKECHUST
OynbOAPHBIX MBIILILL U MbIILIL KOHeYHOCTeH [17]. Haubonee
TPO3HOE OCJIOXHEHUE 3a00JIeBaHUSI — MHUACTCHUICCKUIA
KpHU3, 9acTOTa Pa3BUTHUSI KOTOPOTO MOXKET COCTaBJISITH
10 20—30 %, yalie y nauyMeHToB ¢ TuMoMoii [18, 19].

KpacHosipckuii Kpait SIBJISIETCSI OMHUM 13 KPYITHEUIINIX
pernonoB Poccum. CormacHo manHbeIM Poccrata
Ha 01.01.2016 uncnenHocts HaceneHust KpacHosipckoro
kpasg B 2015 . cocraBuna 2865908 yenoBek. bosbiias
iowanb (1o 2 366 797 km?) u mpoTskeHHOCTH (10 3000 kM)
peruoHa, HusKas IUIOTHOCTh HaceneHust (1,2 4esn/km?)
CO3Ial0T TIPOOJIEMBI TI0 OPTaHM3AaIlMKd CBOESBPEMEHHOTO
OKa3aHWs MEIUILIMHCKON TTOMOIIM MalleHTaM C Pa3and-
HBIMU 3a00JIeBaHUSIMU, B TOM YHCJIC C MUACTCHUEH.

HccaenoBanue smMISMHUOJOTHUECCKUX ITOKa3aTesIei
U OCOOCHHOCTEM KIMHUYECKOTO TEUCHUS MUACTCHHU
y TIAIIMEHTOB, TIPOXWBAOIINX Ha TeppuTopun KpacHosp-
CKOTO Kpasi, 10 HACTOSIIIETO BpeMeHHN HEe ITPOBOAMIIOCE,
YTO W OIIPEIEJIMIIO BEIOOP HAIIpaBIICHUsI HACTOSIIEH pa-
OOTHI.

e uccrenoBannss — M3y4eHUE SITUIACMUOIOTYC-
CKHX M KJIMHUIECKUX OCOOCHHOCTE MMACTCHNH Y HaIlH-
€HTOB, MPOXUBAIOIINX Ha TeppuTopnu KpacHOSIpcKOro
Kpasl.

Mamepuanbl u Memofbl

IIpoananu3upoBaHbl COOCTBEHHBIE JaHHbIE HAOII0-
JIEeHUsI MallMeHTOB ¢ MUacTeHuel Ha 6a3ze KpaeBoii kinu-
HUYeCKOoi 0obHUIE I. KpacHogpcKka 1 moKa3aTenu 3a-
PETUCTPUPOBAHHBIX ciaydaeB 3a00eBaHUS
Ha TEPPUTOPUM Kpad 1o faHHBEIM KpacHosIpcKoro Kpae-
BOTO MEAUILIMHCKOTO MH(MOPMAIITMOHHOTO aHAJIMTUYECKO-
ro ueHTtpa 3a 2015 . Kpome Toro, olileHeHBI pe3yabTaThl
IUCTAaHIIMOHHOTO aHKETUPOBAHUS Bpayeii-HEBPOJIOTOB

ropoja 1 Kpasi, KoToOpble BHOCIJIM B CIIEIIMAIILHO pa3pa-
00TaHHYIO 3JIEKTPOHHYIO (DopMy MH(MOPMAIIUIO O IUCTIe
HaOIIomaeMbIX OOJIBHBIX MUACTeHUEH, (hopMme 3a00J1eBa-
HUSI, 00beMe TIPOBOIUMOI TePAITMU 1 CTEIIEHN KOMITCH-
calliy COCTOSTHMUS.

JlnmarHo3 ycTaHaBJIMBAJIN B COOTBETCTBHUH C KJIacCHUDM-
kaumeit b.M. Iexra u coaBT. [19], BepuduipoBamm ¢ yue-
TOM XaJji00, JaHHBIX aHAMHe3a, HEBPOJIOTMYECKOTO OCMO-
Tpa ¢ TeCTaMM Ha (PU3MIECKYIO HATrpy3Ky, IPO3ePUHOBOM
MPOOBI, PE3YJIBTaTOB 3IEKTPOHEUPOMHUOTpahHH C IeKpe-
MEHT-TECTOM, B PsiZie CJTy9aeB UCCIISI0OBAIA YPOBEHb aHTH -
Tel K aleTWIXOJWHOBBIM pelenrtopaM (J1abopaTopus
«AHBUTpO»). [1pn HanmumMmu OyabOApPHBIX U IJ1a30BUTa-
TEJIbHBIX HApYIIeHWI BHITTOJHSUIA MarHUTHO-PE30HAHC-
HyI0 ToMOTrpadHuio TOJIOBHOTO Mo3ra. Bcem mammeHTaMm
Ha3HAYaJId OOIICKIIMHIYCCKIE aHAJIM3bl KPOBH M MOYMH,
MYJIBTHCTIM PATBHYIO KOMITBIOTEPHYIO TOMOTpadhUIo TIepe-
HETO CPeIOCTeHUS, IIPU HEOOXOTUMOCTH ITIPOBOIMIIA KOH-
CyJBTalliH CMEXHBIX CITeMaIMCTOB. KaXmoro mammeHTa
(UKCHUPOBAIIN B peTUCTPe OOJIBHBIX C YKa3aHWEeM Hanbosee
TTOJTHBIX TTACTIOPTHBIX, KIMHUYECKNX TAHHBIX, Pe3yIETaTOB
o0cireqoBaHMs, 00beMa IIPOBOAMMOM TePAITNH 1 TMHAMM -
KU COCTOSTHUS. B mccnemoBaHme BKITIOYaIM OOJIBHBIX 000-
€ro IT0JIa ¢ TMaTHO30M MHACTEHUHN, TIOCTOSTHHO TTPOXKHUBA-
OIMX Ha TeppuTopnu KpacHOSPCKOro Kpasl, HaBIITUX
MMMCbMEHHOE COTJIacHe Ha yJacTHE B UCCIICIOBAHUM.

J1715T OLIeHKM B3aMMOCBSI3M BO3pacTa 1 Xapakrepa Teue-
HUS 3a0071eBaHMS TTALIMEHTHI OBLTH pa3lesIeHbl Ha 2 TPYII-
nbl: 1o 40 et u tocie 40 net.

CraTUCTHMYECKUI aHAJIWU3 pPEe3yJIBTATOB BBITIOJHSIIN
¢ nomouibio makera IBM SPSS Statistics v. 19. Ucnoinb-
30Bajld METOI OINMMCATEIbHON CTATUCTHKU, PE3yIbTaThI
MPEACTABIISUIA B BUE CPETHETO 3HAYCHMS U CTAaHIAPTHO-
ro oTkJIoHeHUs1 (M * o). [1i moATBEPXKAEHUST JOCTOBEP-
HOCTH Pa3INInii MeXKITy TPYIIIIaMU IPUMEHSIIN KPUTEPUIA
ManHa—YUTHH, CTaTUCTUYECKHN 3HAYNMBIMU Pa3IIUs
cuurtanu 1ipu p <0,05. 71 OIleHKN B3aMMOCBSI3U MEXIY
KauyeCTBEHHBIMHM I1apaMeTpaMyd HCIIOJB30BaId METOI
aHaJIM3a IMPOU3BOJIbHBIX TA0IUI] COMPSIKEHHOCTH C TIPH-
MEHEHUEeM KpUTepus y?, 3HAUMMBIM CUMTAIUA PE3yJIbTaT
BBIIIIE KpUTHUYECKOTO 3HaYeHMs. [IlepBruHyIo 3a00/1eBac-
MOCTh PAaCCUMTHIBAINM KaK OTHOIICHUE YWCIIa BIIEPBBIC
B XWM3HU 3apeTMCTPUPOBAHHBIX CIyJYacB 3a00JIeBaHUI
3a rox, yMHoxxeHHoro Ha 1000, K cpeqHeronoBoif YncaeH-
HOCTHU HaceneHus B peruoHe [20]. PacmpocTpaneHHOCTD
OllcHeHa KaK OTHOIIEHME OOIIEero 4Ymcja BCeX 3ape-
TUCTPUPOBAHHBIX CIIydaeB 3a00JIeBaHUS B TEKYIIEM TIC-
puoe, Kak paHee YCTaHOBJICHHBIX, TaK U BIICPBHIC BBISIB-
JIEHHBIX, YMHOXeHHoro Ha 1000, K cpeaHerogoBoOii
YMCIIeHHOCTH HacesieHus [20].

Pesynbmamsl

ITo marHapIM KpacHOSIpCKOTO KpaeBOro MEAMIIMHCKO-
ro TH(POPMAITMOHHOTO aHAIMTHYECKOTO IieHTpa 3a 2015 1,
Ha TeppuTopnu KpacHOSIpCKOTro Kpast 3aperucTpupoOBaHO
314 TaMeHTOB C YCTAHOBJICHHBIM TMATHO30M MUACTCHUH,
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n3 Hux 284 manuenTa B Bo3pacre crapie 18 yer, y 26 3a-
boneBaHKe AebloTHpOBano g0 14 net, y 4 — B Bo3pacTe
15—18 net. B 2015 . Ha TeppUTOPUU Kpast 3apETUCTPUPO-
BaH 31 ciryuaii ne6iora 3aboeBanus. [lepBranas 3aboe-
BaemMocThb 1o KpacHospckomy Kpato 3a 2015 . cocTaBuia
0,0108 na 1000 HaceneHus, pacrpocTpaHeHHOCTb — 10,98
Ha 100 TEIC.

Ha 6a3e KpaeBoii kimmHnyeckoi 6oabHULEI I. KpacHo-
gapcka 3a nepuof ¢ 2012 mo 2015 . ¢ TMarHO30M ayTOMM-
MYHHOM MHWACTeHUM II0[ HaOJII0IeHUEM HaXOIWINCH
87 GonbHBIX, 4TO cocTasiseT 27,7 % ot o0IIero yucia
MalMEHTOB ¢ JaHHOI maToyiorueil B pernoHe. CpemnHuit
BO3pacT MAIMEHTOB B oOciemyemMoit rpymnme — 45,4 roma
(crarmaptHoe oTtkioHeHue (CO) 4,5 roma). Uncmo xeH-
IIWH, HAXOIAIINUXCS Ha aKTUBHOM JUHAMMYECKOM HaO0JII0-
JeHUH, B 3 pasa Oosblie, yeM Myx4uH (75,86 % npoTus
24,14 %). Bo3pact nalmeHTOB Ha MOMEHT KJIMHMYECKOM
MaHudectaunu MuacteHnu coctasua 39,9 £ 3,09 rona.
Je610T KITMHNIECKNX ITPOSIBIICHNIA MUACTEHUH Y XXESHIITH
peructTprpoBaics B cpeaHeM B 38,8 = 2,96 rozga, 4To ObLIO
Ha 3 roma paHbllle, YeM y MyX4uH, — 42,3 *+ 3,21 roga.
Ileprog ¢ MoMeHTa TOSBICHUS TEPBBEIX CHMIITOMOB
IO YCTAaHOBJICHUSI AMAarHO3a MUACTEHUHN HEPEIKO COCTaB-
JISUT OT HECKOJIBKUX MECSIIIEB IO HECKOJIBKUX JIET, B CPell-
HeM okouio 1,4 = 0,2 roga. B psime ciydyaeB manueHTH Ha-
OMI0JANNCh C JUAarHO3aMHM «XpOHUYECKasl WIIEMMUS
TOJIOBHOTO MO3Ta», «CTBOJIOBOM 3HIIE(hATIUT», «HHCYIIBT
B BepTeOp0o0a3IsIpHOM OacceiHe».

AHanm3 BO3pacTHOI CTPYKTYPHI MOKAa3aJjl, YTO CPean
OOJIBHBIX, COCTOSIIINX Ha yaeTe B KpaeBoit KIIMHUYECKOM
OoJIPHUIIE, TIPe00IAMaIOT MAIMeHTH MOJIOIOTO BO3pacTa
ot 20 mo 40 et — 37 (42,53 %) yenoBek. Yunciio 6ONIbHBIX
B Bo3pacre 40—60 neT u crapie 60 JieT IpUMEPHO PaBHO
u cocTaBhsieT 23 (26,44 %) v 27 (31,03 %) coOTBETCTBEH-
HOo. Yucno XeHUIMH B HaOgomaeMoil rpymme — 66
(75,86 %), myxuux — 21 (24,14 %), 4TO MOKHO BBIPa3UTh
cooTHomeHneM 3:1. Hanbonbinee rpeobdiagaHme XXeHIIMH
3aperucTpUpPoOBaHO B Bo3pacTHoM rpymie 20—40 jeT, co-
oTHoleHne cocrasmio 3,7:1. B Bospacre 40—60 et coot-
HOIIIeHNE OOIBHBIX KEHCKOTO M MY>KCKOT'O T10J1a COCTaBH -
o 3:1, mocite 60 et — 1,6:1.

B xnuHuuyeckoil cTpykType OoJie3HM mpeoOJjamana
(75,80 %) renepanusoBaHHast opMa, BBISIBICHHAS Y BCEX
6osbHBIX B Bo3pacte 10 20 jet, y 30 (88,20 %) u3 34 nauu-
eHToB B Bo3pacte 20—40 net, y 14 (60,90 %) u3 23 60ib-
HBIX B Bo3pacte 40—60 mer u'y 18 (66,67 %) us 27 nauu-
eHroB crapuie 60 ner. [tasHas ¢opma ormedena y 10
(11,50 %) u3 87 60abHBIX. MHBaNIMAHOCTD [0 MUACTEHUH
umenu 12 (13,84 %) mauveHTOB.

TumomaacconmupoBaHHasI MUACTEHMS HAOTI0qaIach
y 5-ii yactu (n = 18 (20,69 %)) GonbHbIX. TUMOMY yalie
BBISIBJISUIM Y TIALIMEHTOB MOJIOIOTO BO3pacTa ¢ TeHEepaIH-
30BaHHOU (popmoit 3a0oneBaHNsA. THMOMAKTOMMIO TIPO-
ey 14 (77,8 %) u3 18 malMeHTOB ¢ TAMOMOM, B OCHOB-
HOM TIO HAIIPpaBJICHUIO B KIMHUKHU demaepaabHOIO
nogunHeHuss MockBsl, HoBocubupcka u Tomcka.

O6HapyXeHa B3aMOCBSI3b BO3pacTa MallMeHTOB U Xa-
pakTepa TeueHMsI 3a00eBaHus (Tadm. 1). bonee Tsokemoe
Mporpeccupyrolee TedeHre 00JIe3HN ITPAKTUISCKU B 2 pa-
3a Yalle peruCTPUPOBAIA B BO3pacTHOM rpyrme 10 40 jier.
CranoHapHOe TedeHUe 3a00JIeBaHMsI ITpeodIagaio y ma-
mueHToB crapiie 40 jetT. BausHuS MpomoKUTe TbHOCTH
3a00JIcBaHUSI HA TSDKECTh KIMHWYECKUX ITPOSBICHUMN
MHACTCHUY HaMU He 3aperuCTPUPOBAHO.

AHam3 o0beMa BBITIOTHSIEMOI Tepalliy, B TOM YHCIe
B 3aBICHUMOCTH OT Bo3pacTa (Tab:1. 2), BEISIBUJI CIICOYIOIIee:
BCEM MalMeHTaM ITPOBOAVII CUMIITOMATHIECKYIO TEPAITHIO
(nmupupocturmMuna 6pomun 60 H B noze 180—360 mr/cyr,
npenapaTel Kayus 1—3 r/cyT), n3 Hux 10 O0IBHBIX TTOJTydaIn
WMCKJTIOUNTENIFHO TAHHBIA BUI TePAIUI; TaTOTeHETICCKAsT
MMMYHOCYIIPECCHUBHAS Tepanis (ITIOKOKOPTUKOCTEPOUIIBI —
METWINPETHN30JIOH WX TIPSTHU30JI0H, Y/WIN IIUTOCTa-
TUKU — a3aTHOIIPYH, LIMKJIOCIIOPHH A) ObITa Ha3HaYeHa 55
(63,2 %) GonbHbIM. HeperynspHbie Kypehl 1wia3Madepesa
nonydanu 14 (16,9 %) nauueHToB, KypChl BHYTPUBEHHBIX
BBICOKOIO3HBIX UMMYHOLJI00YIMHOB — 8 (9,2 %).

Kpussl 1pu MuacTeHNM B aHaMHe3¢ 3apeTUCTPUPOBa-
Hbl Y 15 (21,4 %) G0NbHBIX, CpEeIHMIA BO3PACT MALIMEHTOB
B 9ToM rpymie coctaBui 36,0 (CO 2,03) roga. JlekoMmeH-
canms 3a00JIeBaHNS Y OOJIBITMHCTBA IMAIlMEHTOB BO3HMKA-
J1a Ha (poHE TIepeHeCeHHOM OCTPOii BUPYCHOM MH(MEKIINN,
TTOCTIe TSDKEJIBIX CTPECCOBBIX CUTYAIMi, TIPU CaMOCTOSI-

Tabmuna 1. Pacnpedenenue nayuenmos c muacmerueii no eospacmy u xapakmepy meuenusi, n (%)

Table 1. Distribution of patients with myasthenia by age and treatment type, n (%)

XapakTep TeueHHns 32001€BaHUS

MmuacTeHn4YecKue T30/l
Episodes of myasthenic crisis

CraimoHapHOe TeYeHue
In-patient course

[Iporpeccupyroiiiee TeueHUE
Progressive course

o 40 ner (n = 48) ITocae 40 ner (n = 39)

4(8,3) 1(2,6)
21 (43,7) 28 (71,8)
23 (47,9) 10 (25,6)

Hpumeuaﬂue. HpuMeH;mu Memod aHaauza NpOU360/1bHbLX maﬁfluu CONPANCEHHOCMU C UCNO0Ab306AHUEM KpUumepus ){2. 3a aOCl’ﬂOB’eprle

npuHUManu pazaudus Ha yposte snauumocmu 95 % npu p <0,05.

Note. Arbitrary-sized contingency tables with the y’-test were analyzed. Significant differences corresponded to 95 % level of significance at p <0.05.
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Tabauna 2. Pacnpedenerue nayueHmos ¢ MUAcmeHue 6 3agUcUMocmi om 603pacma u npogooumoil mepanuu, n (%)

Table 2. Distribution of patients with myasthenia by age and treatment scale, n (%)

Tepanus

[1roKoKOpTUKOCTEPOUIBI
Glucocorticoids

uTocTtaTuknu
Cytostatics

IMnazmagepes
Plasmapheresis

BHyTpI/IBCHH])IC BbICOKOJO3HBIC I/IMMyHOI‘J'[O6yIII/IHI)I B aHAMHE3€
History of intravenous high-dose immunoglobulins

o 40 net (n = 45) ITocxe 40 ner (n = 32)

22 (48.,9) 19 (59,8)
10 (22,2) 4(12,5)
8 (17,8) 6(18,7)
5(11,1) 3(9,4)

ITlpumeuanue. Ilpumensiau Memoo aHAAU3A NPOU3BONbHBIX MAOAUY, CONPANCEHHOCMU C UCNOAb308AHUEM Kpumepus x°. 3a docmogepHvie

npuHUMAany pasauvus Ha yposte snavumocmu 95 % npu p <0,05.

Note. Arbitrary-sized contingency tables with the y’-test were analyzed. Significant differences corresponded to 95 % level of significance at p <0.05.

TEJIbHOM CHIKEHUY O3Bl UJIM OTMEHE TIIIOKOKOPTUKOCTE-
pounoB. Y GouabwmnHcTBa (1 = 11 (73,3 %)) nmauueHTOB
rocJie KyITMpoBaHUsI Kp13a OTMeUYeHa IUTUTeIbHAast CTa0u-
JIN3alusl COCTOSIHUSI, 4TO OOBICHSIETCS TPOBEICHHOMN
KOppeKIrei 00beMOB MaTOreHeTUIeCKOI Teparnuu.

06cyxneHue

B xome rccnenoBaHUs TTOTyYeHBI CBEICHUS 00 AITHIC-
MMOJIOTUY MUAacTeHUN B KpacHOsIpcKoM Kpae, paccumTa-
HBI IIpeIBapUTEIbHBIC TTOKA3aTeI PACTIPOCTPAHEHHOCTH,
3200J1eBa€MOCTH MUACTEHUM B PETHOHE, YTO MOXKET SIB-
JISITBCSI OCHOBOM IJTI CPABHUTEIPHOTO aHAIN3a M TaJIbHEel-
IIeT0 MOHUTOPWHTA.

ITonyyeHHbIE 2MUAEMUOJOTUYECKUE MOKa3aTeqU
COITOCTaBUMEI C aHAJIOTUYHBIMU TaHHBIMU APYTUX PETH-
oHOB Poccum, rme mmeeTcs CIelIMAIM3WPOBAHHBIN
IIpueM IS TAllMeHTOB ¢ MHACTeHHEW (B TOM dmCIIe
B Camapckoii, JlennHrpaackoii, MocKoBCKOIT 001aCTsIX
u Pecniyoimmke Bamkoprocran). [Ipu 3ToM BEISIBIICH psi
0COOCHHOCTEM, XapaKTepHBIX IS MCCIEIOBAHHOTO pe-
ruoHa. [lokaszarens pacImpoCTpaHEHHOCTH MHACTCHHUU
B KpacHosipckom kpae cocrtasiset 10,98 Ha 100 TwIC.
HaceJeHUsI, 4TO IIPEeBBIIIACT aHAJOTMYHBIC OaHHBIC
mo MockoBckoit 1 CaMmapckoit oonactsam, Pecriybnmke
Komu, B psime cTpaH OJMXHEro U JajdbHEro 3apyo0eKbsi
[6, 16]. Bonee BoicOokMe, yeM B KpacHosipckoMm Kpae,
IMoKa3aTeIn pacIpoOCTPAaHEHHOCTH MUACTEHUM OITyOJIH-
KOBaHBI B pab0Tax aMepMKaHCKUX M UTATbSHCKUX aBTO-
poB [10, 14].

MuacteHus y naimeHToB KpacHosipckoro Kpast HabJ1to-
JTaeTCs MPEUMYIIECTBEHHO Y JIUI] aKTUBHOTO, TPYIOCIIOCO0-
HOT'0 BO3pacTa, Mpu4eM Y XKEeHIIH CPeIHU BO3PACT 1e0r0-
Ta B cpemHeM Ha 3,5 roma MeHbIIe, YeM Y MyX4uH. Yucio
JKEHIIMH, HaXOMAIINXCS Ha aKTUBHOM IMHAMWYECKOM Ha-
OmoneHNM, B 3 pa3a OoJbIIIe, 9eM MYy>KIMH, 9TO COBITaaeT
C JaHHBIMK PabOT IPyTvx aBTOpoB [6, 8, 9, 21].

B uccnemoBaHHOI KOropTe y MallMEHTOB B BO3PAcTe
1o 40 et yalme BCTpedyaeTcs MaTOJIOTUS TMMYca B BUIC
TUTIePIUTIa3UM U TUMOMBEI. JleKOoMIIeHCallnsl MUACTeHUN

B OOJIBIITMHCTBE CJIyJaeB pa3BUBaJIaCh B TPYIITIC TAIIMEHTOB
no 40 set, conmpoBOXIallach Pa3BUTHUEM JbIXaTeJIbHBIX
1 Oyap0apHBIX HAPYIIEHWH, MPEACTABISIONINX YrpO3y
JUTst kM3HU. HaMu Gbiia BeISIBJIeHA B3aMMOCBSI3b BO3pacTa
U TSDKECTU TeueHUs 3abosieBaHMsI, oObeMa MoTydyaeMoi
Teparmu (cM. Tabm. 1, 2).

IMonuMopdu3M KIMHUYECKUX TPOSIBICHU MUacTe-
HUM, HEJIOCTATOYHAsT HACTOPOXEHHOCTh Bpauell B OTHO-
IIEHUU JaHHOTO 3a00JieBaHUs BBUIY €O OTHOCUTEIBHO
peIKO BCTPEYaeMOCTH B OTAEIbHBIX PETMOHAX Kpas, Be-
POSAITHO, MOTJIM BJIUATH HA CBOEBPEMEHHOCTh U KAUeCTBO
JUATHOCTHKH.

INpencraBieHHbIE SNTUAEMHUOIOTUYECKUE U KITMHUYE-
CKMe 0COOEHHOCTU MUACTEHUH Y TIAIIMEHTOB, MPOKUBAIO-
IMX Ha Tepputopun KpacHosipckoro Kpasi, B 4aCTHOCTU
00JIbIIasT BCTPEUYaeMOCTh M O0JIee TSKeloe TeueHue y Tia-
LIMEHTOB PabOTOCTIOCOOHOTO BO3pacTa, OGOCHOBHIBAIOT
HEOOXOIMMOCTb CO3IaHUST CITEUAT3UPOBAHHOM CITy>KObI
B PETHOHE B 1IEJISIX CBOEBPEMEHHOM AMarHOCTUKY U T D-
epeHIIMATBHOTO AMarHO3a MUACTEHUH, TMHAMUYECKOTO
HaOJIOIEHMS 32 XapaKTepPOM M THTIOM TeUeHMs 3a60JieBa-
HUSI, THIMBUIYAJILHOTO TMOIX0[a K pa3paboTKe JUarHo-
CTMUYECKHUX U JIeueOHO-peabMIIUTAIIMOHHBIX CXeM, OTICHKHU
a(beKTUBHOCTU MPOBOAMMOTO JieueHUsl. B mepcrniekTrBe
TUTAHUPYETCS NabHEIIIast TMHaMU4ecKasl OlleHKa aHaJv -
3UpPYeMBbIX B CTaThe MOKAa3aTeseid, YTO SABJISETCS BaXKHBIM
JUTSI TTAHWPOBAHUSI M OPTAHU3AIIMUA CUCTEMbI OKa3aHUSI
MEIUIIMHCKOM TTIOMOIIIY MAllMeHTaM ¢ MUacTeHHel Ha Tep-
PUTOPUU Kpasi.

3arniouenue

Pe3ynbrathl nccineqoBaHMS SIBIUIMCH OCHOBOM IUISI OT-
KPBITHS KaOMHETa HepBHO-MBIIIIEYHOM ITATOJIOTUH Ha 0a-
3¢ KOHCYJbTaTUBHO-IUATHOCTUYECKOW TMOJUKIMHUKHI
KpaeBoit kimmHnaeckoii 0oasHuIIE I. KpacHosipcka. Co-
3MaHNe CICIINAM3NPOBAHHOTO IIpUEMa 1 BEICHUE PeTrH-
cTpa OOJBHBIX Ha 0a3e BEAYIIErO0 MHOTONPOMIIEHOTO
JIe9eOHOTO YIpEeXKIeHNS Kpasi HarpaBJIcHbI Ha TIOBBIILICHIE
KayecTBa IMArHOCTUKM, JICUCHMS W OUCIAHCEPHOTO
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HepBHo-mbiweyHbie 5OJIE3HH

HaOJIIOeHNs TAlIMEHTOB C MUACTeHUEH, 0ojiee TECHOE
B3aMMOJICHCTBHE CO CMEXHBIMU CHEIIHAINCTaMU (Topa-
KaJbHBIMH XUPYPTaMH, SHIOKPHHOJIOTaMH, TeHETUKAMMU,
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HopmamusHbieé nokasamenu (PYHKYUOHANbHOIr0 COCMOAHUA MbIWY
3anupamenbHoro annapama npamoii Kuwku
Nno AaHHbIM Heillpothusuonoruyecroro uccnefoBanua

0.10. ®omenko!, I0.A. Ileasirun’-2, A.JO. Turos!, C.B. Beoycosa!

'DI'BY «locyoapcmeennbiii HayuHblil yenmp Koaonpokmonoauu um. A. H. Potcux» Munsopasa Poccuu;
Poccus, 123423 Mockea, ya. Carama Aduas, 2;
2QI'BOY JIIO «Poccuiickas mMeOuyuHcKas aKademusi HenpepbleHo20 npogheccUoHanbHozo oopasoéanus» Munzdpasa Poccuu;
Poccus, 125993 Mockea, ya. bappukaduasa, 2/1, cmp. 1

Konmarxmeor: Oxcana Opvesna @omenko info@gnck.ru

Lleab pabomot — oyeHka HOPMAMUBHBIX BeAUMUH HElIPOPDUIUON0UMECKUX NOKA3amenel HapyICHO20 AHANbHORO CHUHKMEPA U Mblull, ma-
308020 OHA NPU UCNOAB30BAHUU Memoda unmepdepeHUUOHHOL 3neKmpomuoepaguu.

Mamepuaavt u memoovt. Ananus snekmpomuoepaguu npogeder y 33 do6posovles, He UMEHOUUX JHcan00 Ha HapyuleHue QYHKYUU depiica-
HUSL KUWEYHO20 CO0epIHCUMO20 U 0nopodicHenus npamoll kuuiku, — 20 (60,6 %) myscuun (cpednuti éozpacm 57,3 = 9,4 200a) u 13 (39,4 %)
JceHuur (cpednuti éospacm 55,3 + 12,8 eoda). Buympuananvrbim 31eKmpo0om pecucmpupo8aniico CyMmapHvle noKasamenu CoKkpamu-
MeAbHOIU CNOCOOHOCMU AHANBHOR0 JHCOMA — POHOB8AS U NPOU3BOAbHAS OuoIneKkmpureckas akmugnocms (BIA). Tloayuenvt unmeepanvuie
nokasamenu cpeoweil U MaKcumanbrol amnaumyost bIA oas meiuy 3anupamenvroeo annapama npamoii kuuiku (3AIIK) é nokoe, npu npo-
U3B0AbHOM COKPAUEHUU, NPOOAX C HAMYICUBAHUEM U NPU NOBbIUEHUU BHYMPUGPIOUHO20 0A6AEHUS.

Pezyrvmameot. [lonyuenvt Hopmamuegnbvie seauyunvl BAA moiuy 3AITK, nozsosarouue kawecmeeHHo U KOAUMECMBEHHO OUEeHUBAMb (DYHKUUIO
MbLULY, MA308020 OHA, KOMOPble MONCHO UCNOAB308AMb NPU NPOBeOeHUU OONOAHUMENbHBIX MYAbIMULEHIMPOBLIX UCCAA08AHUL 015 CO30aHUs
YHUpuuuposartoeo aseopumma oyenku SAITK u mviuy ma3zoeoeo oua.

Karoueavte caoea: HapysicHblii aHanbHbL chuHKmMeEp, 3anupamenvHblii annapam npamol KUWKu, uHmepoepeHyuoHHas d1eKkmpomuozpapus

DOI: 10.17650/2222-8721-2017-7-4-39-43

Standard characteristics of functional state of the rectal obturator muscles obtained from neurophysiological examination

O.Yu. Fomenko', Yu.A. Shelygin®?, A.Yu. Titov', S.V. Belousova’
'A.N. Ryzhih State Scientific Center of Coloproctology, Ministry of Health of Russia; 2 Salyama Adilya St., Moscow 123423, Russia;
2Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia;
Build. 1, 2/1 Barrikadnaya St., Moscow 125993, Russia

The objective was to evaluate standard neurophysiological characteristics of the external anal sphincter and pelvic floor muscles using elec-
tromyography interference pattern analysis.

Materials and methods. Electromyography was performed in 33 volunteers without complaints of bowel incontinence or bowel evacuation
disorders: 20 (60.6 %) men (mean age 57.3 + 9.4 years) and 13 (39.4 %) women (mean age 55.3 * 12.8 years). Intra-anal electrode reg-
istered cumulative values of contractile force of sphincter ani externum: background and voluntary bioelectrical activity (BEA). Integral
values of mean and maximal BEA amplitude for the rectal obturator muscles at rest, for voluntary contraction, during straining, and with
increased intra-abdominal pressure were calculated.

Results. Standard values of BEA of the rectal obturator muscles were obtained. These values can be used for qualitative and quantitative
evaluation of pelvic floor muscles function and in additional multicenter studies aimed at development of a unified algorithm of rectal obtu-
rator and pelvic floor muscles evaluation.

Key words: external anal sphincter, rectal obturator muscles, electromyography interference

BseneHue

Henocrarounocts ananpHOTrO chuHkrepa (HAC) —
YaCTUYHOE WJIM TIOJIHOE HapylleHUe IMPOU3BOJBHOTO
WJIV HETIPOM3BOJILHOTO YAePXKaHUS KUILIEUHOTO COMEPKM-
Moro. Henepkanue Kana (aHajbHasi ”THKOHTUHEHIINS) —
MOBTOpSIOIIEecs], HEKOHTPOJUPYEMOE OTXOXIAeHUE

dexanmii UM ra3oB MO KpaliHell Mepe B TeueHMe | Mmec,
B TOM umcie y aereit ot 4 net [1, 2]. Takoe cocTossHUE
SIBJISIETCSI BECbMa YacTbIM, OAHAKO CTETIEHb €ro pacmnpo-
CTPaHEHHOCTU OMPEAEIUTh JOBOJbHO CJIIOXKHO B CBSI3U
¢ TaOyMpPOBAaHHOCTHIO MpobsieMbl. [10 TaHHBIM MeXIyHa-
POMHBIX MOMYJSILIMOHHBIX UCCIENOBAaHUN UM CTpamaeT
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ot 0,4 10 18,0 % Hacenenus, u B 45—50 % ciy4aeB npo-
OieMa OTMEYaeTcsl Cpelr WHBAJIWUIOB U IICUXMIECKU
GoJbHbBIX Jull 3], nocturas 65 % y Jexadynx NaluueHTOB
repraTpuiIecKux ctalinoHapoB [4]. [Ipu aToM cylmecTBeH-
HO YJaIlle aHaJIbHasI MHKOHTUHEHIIUS BCTpeYaeTcsl y KeH-
1IuH [5].

Henepxanme xana sBisieTcs 2-il Mo 4actoTe (Tocie
JIEeMEeHLINHT) TIPUIMHON COIMAIBHON M30JISIIIMHU TTOXKUITBIX
U cTapbIx Jroneii [4, 6]. Yaitie Bcero K Hefep:KaHUIO Kajia
MIPUBOISIT CaxXapHBI Ta0eT, MHCYIIBT, CITMHAIbHAS TPaB-
Ma, pacCesTHHBIN CKIIepo3, 6oJie3Hb [lapkuHCOHaA, XUPyp-
TUTIeCKHEe OHKOIIPOKTOJIIOTMIECKIE U TIPOKTOJIOTUICCKIIEC
BMEIIIATEe/IBCTBA, BPOXICHHBIC aHOMAIMU pa3BuUTus [7].
Mo 40 % repuaTpuyecKuX MallMEHTOB CTPagalOT KOMOM-
HUpOBAHHBIM HelepXaHueM MouMd M Kajna [4]. B 6oib-
IIMHCTBE CJIy4aeB 3TUOJIOTHS aHAJTbHON MHKOHTUHEHITNT
MHOTO(aKTOpHA, YTO TPeOyeT KOMILIEKCHOIO ITOAXOIa
K PacCCMOTPEHMIO JAaHHOM IpooIeMBbl [2].

HAC nnoxo mompaercsl JIe4UeHUIO U peabuINTaluu,
MIPUBOINT K COIIMAJIBHON Me3amanTallii ¥ MHBAININ3a-
mun [3, 8]. D10 ompenenseT BHICOKYI0 9KOHOMUYECKYIO
1 COIMAIBHYIO 3HAYMMOCTh MCCIICAOBAHUI IO N3YYSHUIO
STHUOIIATOTeHE3a, OIICHKE CTeTICHU BHIPaXKEHHOCTH Hellep-
KaHUS ¥ pa3padboTKe HOBBIX TMaTHOCTUYECKHX MTOIXOIO0B
B 00CJIeTOBAaHNY MTALIMEHTOB C aHAIbHOI MHKOHTUHECHIIH -
eil. Knuanuecku Beiaensot 3 crenenn HAC: 1 — Henep-
KaHue razoB; Il — Hemep:kaHMe Ta30B U KUIKOTO Kaa;
I1I — Henep:xaHUE BCEX BJIEMEHTOB KUIIICIYHOTO CONEPKI-
moro [2]. TTo atnonornu HAC moxkeT OBITH OpraHuue-
CKOM1, PYHKIIMOHAILHOM U cMelllaHHo¥ [ 1, 2]. s ompe-
IeJleHWs CTEIICHW aHaJIbHOM WHKOHTHMHEHIIUM,
pa3pabOTKM METOMOB JIEYCHMS OOS3aTeIbHOM SIBIISICTCS
IWATrHOCTHKA HapyIIeHUH (YHKIWM 3aldpaTeIbHOTO
armapata npsiMoit kumrku (3AITK).

st otteHKM (PYHKITMOHAJTBHOTO COCTOSTHUSI TA30BOTO
JTHA TIpeUTOKEHBI HeMpodr3noIorniecKre MeTonbL. Y Ia-
LIMEHTOB C HeepKaHMEeM KaJla 9acTO IIPUMEHSTIOT CTUMY-
JISIUMOHHYIO 3iekTpoMuorpaduro (DMI') ¢ anekrpomom
Cs. Mapka s OLleHKHY JIaTeHTHOCT M-0TBeTa HapyX-
HOTO aHAJIBHOTO C(PMHKTEpa MPU CTUMYJISILINU TT0JIOBOTO
HepBa [9—14]. Perucrtpaiiist BEI3BaHHOTO MOTOPHOTO OT-
BeTa MBIIIIIL Ta30BOTO JHA BO3MOXHA TP CETMEHTAPHOMU
MarHUTHOU cTUMYJIAIY (MC) mosSICHUYHO-KPECTIIOBOM
00JIaCTH ¢ WCITOJIb30BaHMEM MTOJIbYATHIX, CTAHIAPTHBIX
BHYTPMAHAIBHBIX WIH CHEHHANIbHBEIX DMI -351eKTpomoB
[15—19].

OmHUM U3 caMBIX PacIIpOCTPAHEHHBIX M XOPOIIIO BOC-
IIPOM3BOANMBIX METOIOB OCTAETCSI HEMHBAa3MBHAST OIICHKA
¢ynkumoHanabHoro cocrossHuss 3AIIK m TaszoBoro mHa
¢ TIoMolIbio nHTepdepeHmonHon DMI [9, 11, 12, 20—
24]. dng peructpalyy OMO3JIEKTPUIECKON aKTUBHOCTU
(BDA) mprmr 3AITK 1 Ta30BOT0 THA MCTIONB3YIOTCS BHY-
TpUaHAJIbHBIC W UTOJBYATHIC 3IeKTpoabl. DMI urois-
YaTBIMUA 3JIEKTPOIAMHM OTHOCHUTCSI K MaJIOMHBAa3WBHBIM
MeTomaM HUCCIICIOBaHMs, TIPU 3TOM OHA IIPUYMHSICT THIC-
KoM(}OpPT NamMeHTy II0 CPaBHCHUIO C MeETOHAMU

nHTepdepeHonHoit DMI. C yueToM HeMBa3MBHOCTHU,
0e300JIC3HECHHOCTH 1 WH(POPMATUBHOCTH BHYTpPHAHAb-
Ho#t DMI psim aBTOPOB CUMTAIOT 3TO MCCICIOBAHNE HAM-
6onee ipeanoutuTebHBIM [20, 25]. ITo jaHHBIM AMepH-
KaHCKOM TacTPO3HTEPOJOTHMYECKON  acColManuu
(American Gastroenterological Association, AGA), meTo-
OBl BHYTpHMAHAJIBHOW perucrpaunu DMI-aKTUBHOCTH
MMEIOT OCHOBHOE 3HAUCHME JIJIT OLICHKA CYMMapHO# CO-
KpaTUTETbHOM CITOCOOHOCTH HApY>KHOTO C(OMHKTEpa 1 Ta-
30Boro gHa [12].

HecMmoTpst Ha TO 4TO Hapy>KHBIN aHAJTBLHBIN COMHKTED
¥ CTPYKTYPHI Ta30BOTO JHA OTHOCSITCS K TTOIIEPEYHO-TI0-
JIocaToit MycKyJaType, peructpupyemast BOA nmeeT cBon
ocobeHHOCTH [9]. OCHOBHBIC Pa3IMYMSI OIPEICIISIOTCS
MCHBITUMH 3HAYCHUSIMH aMIuuTyael DMI-curHana
OT MBIIIII Ta30BOTO IHA, YTO TpeOyeT aHaam3a KPHWBBIX
co 3HaueHreM aMIunTyasl DMI B ocHoBHOM 20—200 MKB
u Bbile [26]. B HOopMe TOHMYECKAss aKTMBHOCTH MBIIIILL
Hapy>XHOTO aHAJIBLHOTO C(OMHKTEpa B ITIOKOE, IO TaHHBIM
JINTEepaTyphl, cocTasiser 15,2 + 2,1 MmxB, mpu mpon3Boib-
HOM COKpAIllCHWH W IIPo0ax C MOBEIIICHUEM BHYTPH-
OPIOITHOTO MaBIeHUS (KaIllejb, HaIPSKEHNE MBIIIII T1e-
pemHeil OpIOITHONW CTEHKH) YBeIW4YMBaeTcs mo 74,3 *
13,7 mxB [8, 26]. IIpu HaTty:knBaHUM HAOJIIOTAETCS CUH-
XpOHHOEe MHTHOMpoBaHMEe BDA MBI TAa30BOTO JHA
¥ Hapy>XXHOTO C(OMHKTEepa, YTO pacIicHUBAeTCsS KaK HOP-
MajibHas pu3nonorndeckas peakuus. Yseandenne bOA
MIpY HATY>KUBAaHWU SIBJISICTCS MapamloKCaIbHOM peaKInei
yoopeKTaabHOM MBIIIIIHI [9, 20].

Ieab uccnenoBannsa — olleHKa Helipodu3momornde-
CKUX TTOKa3aTeJIei it 00beKTUBHOM TMarHOCTUKA (DYHK-
IIMOHAJIBHOTO COCTOSIHHSI HApY>KHOTO aHAJIBHOTO C(OUH-
KTepa M MBIIII Ta30BOIO THA, a TaKKe OIpelcIcHUe
HOPMAaTHUBHBIX BeauunH BDA HapyXHOTO chHHKTEpa
pu nHTEepdepeHIMoHHOH DML

Mamepuanb! u Memopbi

Bbum nipoaHanm3npoBaHb TaHHEIE 33 TOOPOBOJIBIIEB,
MPOXOAUBIIMX 00CIIeAOBAaHNE B J1a0OPATOPUU KIMHUYEC-
ckoit maropusuonoruu FHIK um. A.H. Perkux B nepuos,
¢ Hos0ps 2015 1. mo despainb 2016 . HopmaruBHbIE TTapa-
METpBl MHTep(PEepeHIIMOHHON BHYTpUaHaabHOU DMI
C WCIIOJIb30BaHWEM BHyTpHaHaJlbHOTO DMI -amekTpona
(Anal Probe PR-13, TaitBanb), cepTMdULIMPOBAHHOTO
B Poccum, mosayuennt y 20 (60,6 %) myxuuH (cpeaHuit
Bo3pact 57,3 £ 9,4 rona) u 13 (39,4 %) xeHLMH (CpeIHMit
Bo3pacT 55,3 * 12,8 roma). Kpureprem BKITIOYCHMS SIBJISI-
JINCh OTCYTCTBHE Kaj100 Ha HeaepKaHWe KUIIIETHOTO CO-
nepxxrmMoro (0 6aToB IT0 IIKale THKOHTHHEHIIMY Wexner)
[8] m HapymmeHne medexammu (0 6ayJIOB TT0 IIKaJIe OIICHKHU
CTeIeHU HapylieHus 3BaKyaTopHoi pyHkumu THIK nm.
A.H. Peoxnx) [27].

CpaBHHUTETBHBIN aHAIN3 TTOKA3aTe et OCYIIeCTBIISIIN
C MCTTIOJTb30BaHMEM t-KpuTeprst CThIOICHTA TSI HECBSI3aH-
HBIX COBOKYITHOCTEH (C YI4ETOM Pe3yIbTaTOB IIPEAIICCTBY-
foIIeit TPOBEPKHU apaMEeTPOB IO TUITY PACTIPEICICHMST).
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[Ipu onpeneneHnn pecepeHTHOTO AMAMTa30HA IIPIME-
HSUTM MaTeMaTUIeCKUI M CTAaTUCTUICCKUI TTOIXOIBI, CO-
[JIACHO KOTOPBIM B YCTaHABIMBAEMBIif MHTEPBAJI ITOIAal0T
99 % pe3y/IbTaToOB UCCJIeIOBAaHUI KOHKPETHOIO MIpHU3HAKa
Y 300pOBBIX JII. JIJIsT aBTOMATH3aIINK UCTIOJIB30BAJIM CTa-
THUCTUYECKMII TTakeT Statistica g Windows 12.0.
OCHOBHBIMHU TTapaMeTpaMHu HHTePPEPeHIMOHHON
KoMITbioTepHOIt DMI IBASINCH:
+  cpenussa amruntyaa (CpA), B MKB — ycpenHeH-
HOe abCOJTIOTHOE 3HAYeHUE aMIUIATYIbI IT0 BCEM
OTCYeTaM Ha 3aJaHHOM MHTEPBaJjic BpeMEHM;

*  MakcuManbHas amruinTyna (MA), B MKB, B BBI-
OpaHHOM y4YacCTKe 3aperuCTPUPOBAHHONM KpH-
BOW.

Meton BHyTtpuaHaiasHoii DMI. IlpenBaputenpHyO
ITOATOTOBKY KMIIIEYHNKA TALIMEHTA OCYIIECTBIISLIN C T10-
MOIIIBIO OYMCTUTETEHOM KITM3MBbI WIH (pochaTHBIX MUKPO-
KJTU3M.

OMTI -uccinegoBaHne MPOBOAWIN IO CTaHAAPTHOU
Metoauke [26] B MoJoXeHNW OOJBHOTO JIEXa Ha JIEBOM
0OOKY, C COTHYTBIMU B KOJICHSIX HOTaMH, B MaKCUMAJIbHO
pacciabIeHHOM COCTOSTHUU. 3a3eMJISTIOIININ DJIEKTPOI
pacrToarajy Ha IIpaBo¥i TojiecHH 00CJIeIyeMOro MalieHTa.
BHyTpuaHaIbHBII 3JIEKTPOI, CMa3aHHBIN SJIEKTPOITPOBOI-
HBIM TeJIeM, BBOOWJIM B aHAJIBHBIA KaHaJl TaK, YTOOBI
KOHTAaKTHAs PETUCTPUPYIOIIAs IIOBEPXHOCTh HAXOIUIIACh
B IIPOCKIINM HApYXHOTO chUHKTEepa. g perucrpammu
BBA m. puborectalis 3nexTpon BBOAWIN Ha TIIyOWHY
1o 3,5—4,5 cM oT BXoza B aHAJIbHBIM KaHAaJl.

[Nepron amanTanyy mareHTa U 3aTyXaHWe aHAJIBHO-
0 pedrekca, BBI3BAaHHOTO BBEICHNEM JaTUMKa, B CPEITHEM
COCTaBJISUIM 3 MUH, TIOCJIE YeTo B TeueHue 10 ¢ perucTpu-
poBayiach ToHnueckass bOA B nmokoe. 3atem BODA MpI
3AIIK peructprpoBaiu IIpu IpOU3BOJIHFHOM COKPALIEHUH
HapyXHOTO c(hmHKTepa B TedeHue 10 ¢ 1 B OTBET Ha TIpo0y
C TIOBBIIIICHUEM BHYTPUOPIOIITHOTO JABJICHMS. YBEIIMUCHIE
aMInTynsl DMI -curHama mpy yKa3aHHBIX ITpo0ax cum-
TaJIu HOpMaJIbHOM peJIEKTOPHOI peaKineil Hapy>KHOTO
chunkrepa [9, 26]. DTu MpoObI XapaKTepU30BaI1 COXPaH-
HOCTh HEPBHO-pe(ICKTOPHBIX CBA3EH aHATBHOTO C(PUH-
KTepa ¥ MBI Ta3oBoro mHa. ClemyeT OTMETHThb, YTO
coBpeMeHHBIe IMGPOBEIE METOABI perucrpanun DMI -
CHTHaJIa 00JIamaloT PSIIOM IIPEUMYIIECTB 3a CUET BO3MOXK-
HOCTH OOBEKTUBU3AIINY TTOTYICHHBIX JAHHBIX 1 TTOCIICAY-
IOIIEeT0 MAaTeMaTUIECKOTO M CTAaTUCTMYECKOIO aHajn3a
PEeTUCTPUPYEMOi KprBOii. Bece morydeHHBIe HaMU pe3yiTb-
TaTHI MMOJIBEPTAINCh KOMIIBIOTEPHOM 00pabOTKe 1 BEIBO-
IWINCH Ha 3KpaH B Buae oumdpoBaHHON DMI -KpuBoit
10 YKa3aHHBIM HIDKE JIEKTPO(PU3NOIOTMISCKIM ITOKa3a-
TEJISIM (CM. PUCYHOK).

st oieHKY (byHKIIMOHAJIBHBIX pACCTPOMCTB HedeKa-
LIY UCITOJIB30BAJIM TTPO0Y C HATYy>KMBaHUEM [28], miis ue-
ro WCCleIOBaHME IMPOBOAMIN B TOJIOXKEHHU OOJIHLHOTO
JiexXa Ha JIEBOM OOKY IpPU TeX Xe YCIOBUAX, 4To 1 DMT
HapyXHOro cHWHKTepa, HO aHaJbHBIT DMI -3mexTpon
BBOAWJIN yXe Ha TiyomHy 3,5—4,5 cm. Ilocne mepuoga

2 ’ - X i o

IIpumep pe3yromamos 6HympuaHanbrHo2o snekmpomuoepagueckoeo (M)
00caedosanust 300po6oeo ucnwvimyemoeo /., 63 aem: a — monuueckas ak-
mugHocmb 6 nokoe; amnaumyoa unmepghepenyuontoit IMT ne npesviuiaem
50 mk B, cpedusis amnaumyda (CpA) 14,2 mx B, makcumanvhas amnaumyoa
(MA) 28,5 mxB; 6 — 6uoasrexkmpuueckas akmugnocmo (B3A) npu npous-
B0NbHOM COKPAWCHUU 3aNUpamensHo20 annapama npamol KUK, yeeau-
uenue amnaumyost unmepgepernyuonnoi IMI: CpA = 43,4 mxB, MA =
218,0 mxB; 6 — anaau3z pagnvix yuacmkoe IMIT-kpueoii onumeabHOCmblo
2,5 ¢: npu npobe ¢ HanpsiceHuem moliiy, nepedreil oprowHoli cmenku (1—1),
CpA = 29,5 mx B, MA = 123,0 mx B; npu kawnesoii npobe (2—2), peghnex-
moproe ygeauuenue BIA: CpA = 38,1 mx B, MA = 222,0 mx B; ¢ — anaau3
pasHbix yuacmkoe IMI-kpueoil daumenvHocmoio 2,5 ¢ npu pecucmpayuu
BIA m. puborectalis: (1— 1) — do npobui ¢ Hamyxcusaruem, CpA = 14,2 mx B,
MA = 30,4 mxB; (2—2) — chuxcenue BIA (paccaabaenue muiuiybl) npu
npobe c Hamyxucueanuem, CpA = 12,1 mx B, MA = 18,9 mx B

An example of intra-anal electromyography (EMG) examination of healthy
patient D., 63 years: a — tonic activity at rest; amplitude of EMG interference
pattern doesn’t exceed 50 uV, mean amplitude (MeA) is 14.2 uV, maximal
amplitude (MA) is 28.5 uV; 6 — bioelectrical activity (BEA) during voluntary
contraction of the rectal obturator muscles, increased amplitude of EMG
interference pattern: MeA = 43.4 uV, MA = 218.0 uV; 6 — analysis
of equivalent 2.5 s fragments of EMG curve: examination with contracted
anterior abdominal wall (1—1), MeA = 29.5 uV, MA = 123.0 uV; during
coughing (2—2), reflexive BEA increase: MeA = 38.1uV, MA = 222.0 uV;
2 — analysis of equivalent 2.5 s fragments of EMG curve during m. puborectalis
BEA registration: (1—1) — before straining, MeA = 14.2 uV, MA = 30.4 uV;
(2—2) — decreased BEA (muscle relaxation) during examination with
straining, MeA = 12.1uV, MA=18.9uV

aganTauny (3 MUH) perucTpupoBam DMI -aKTUBHOCTD
TP HATYXKUBAHUM (CM. pUCYHOK).

ITpu HaTy:KMBaHWY B MBIIIIIIAX TA30BOTO THA M HAPYK-
HOTO aHAJIPHOTO C(PUHKTEepa HAOIIOMATIOCh CMHXPOHHOE
nHrrnoupoanue BOA, 9To pacieHMBaIOCh KaK HOPMaJlb-
Hag peakuus. YBenndeHue BDA Tipu HaTyXUBaHUU
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ITlokazamenu 6u09/telcmpu'4ecxoﬁ AaKmueHocmu Molill, 3anupamebHoco annapama npﬂMOﬁ KUWKU 6 HOpMme Yy 33 300p06blx ucnsimyemoix

Characteristics of bioelectrical activity of the rectal obturator muscles in healthy volunteers in 33 normal conditions

Amplitude (reference intervals) of electromyography values, pV

Registration conditions

[Tokoit
Rest

TTpon3BobHOE COKpaIlleHHE MBIIIIL 3aITUPATETHHOTO
arrapara npsMou KUAIIKU
Voluntary contraction of the rectal obturator muscles

HatyxuBaHue
Straining

Karmmens
Coughing

Hamnpsckenue nepegHeii OpIOIIHON CTEHKHA
Contraction of the anterior abdominal wall

CYMTAJIN TIApaJOKCATBHOM peakueit m. puborectalis |9, 26,
28].

Pesynbmambl

[Mokazarenu peructpupyemoit OMI B mokoe
U TPU BOJEBOM COKPALIEHUU OTAEIBHO IJIS1 3NOPOBBIX
JIOOPOBOJIBLIEB MY>KUMH U KEHIIWH MPEACTABICHBI B TA0-
Jmie. JJOCTOBEpHBIX PA3IMYKIA MOKA3aTeNeH Mo MOJI0BOMY
MPU3HAKY HE BBISIBJIICHO.

AHanM3 pe3yJsIbTaToB MOKAa3all, YTO B HOPME 3HAUYCHUS
CpelHEN U MaKCUMAJIbHOM aMIUIMTYAbl YBEJIMYMBAIOTCH
TIPU BOJIEBOM COKPAILIEHUH U MTOBBILIEHUHA BHYTPUOPIOILIHOTO
JIaBJIeHVST (KallUle ¥ HATPSKEHW U MBI TTepeIHe  OproITHOH
creHkn). [Ipy HaTy>XuBaHUM paccMaTpUBAEMbIe TTAPAMETPHI
YMEHBLIAIOTCS 110 CPABHEHUIO CO 3HAYEHUSIMU B TTIOKOE.

cpeaHss (IMana3oH) MaKCHMAJTbHAS (AUANA30H)
19,4 +4,1 56,6 = 29,5
(17,4-21,4) (42,6—70,7)
40,3 £ 5.8 195,9 + 62,7
(37,5-43,1) (165,9—225,7)
17,0 £ 3,9 41,4+ 17,0
(15,1-18,9) (33,4-49,5)
28,2+7,4 113,0 £ 47,5
(24,7-31,8) (90,4—135,7)
29,0 £ 6,8 99,6 £+ 39,9
(25,7-32,2) (80,6—118,6)

3aknioyenue

Takrm 006pa3om, onpeneaeHbl HOpPMAaTUBHBIE BEJTUYU -
Hbl BDA HapyXHOTO aHaTbHOTO COUHKTEPA 1 MBIIII] Ta-
30BOTO AHA TIpu uHTepdepeHrmonHoi DMI, mo3Bossiio-
e HE TOJIbKO KAuyeCTBEHHO, HO U KOJWYECTBEHHO
OLIEHWBATh XXN3HECTIOCOOHOCTh U (DYHKIIMOHATHHYIO aK-
tuBHOCTh MBI 3AITK m TazoBoro mHa. IToxyueHHBIC
HOPMAaTUBHbBIE PE3YJIBTATHl MOTYT OBITH MCIIOJb30BAHBI
Mpu olieHKe MyHKIIMOHAIBHOU coctositenbHOCTH 3ATTK
Y JIUII, CTPAIAIOIINX KOJIOTIPOKTOJIOTMYECKUMU 3a001eBa-
HusiMu. [lomyyeHHbIe NaHHBIE TIAHUPYETCS] TPUMEHSITh
IUIST CO3MaHusT YHUDUIMPOBAHHOTO JITOPUTMA OIEHKU
3AITK ® MBI Ta30BOrO AHA, JUISI 4eTO HEOOXOAMMO
MPOBENEHNE TOTTOJIHUTETbHBIX MyJIBTULIEHTPOBBIX UCCITE-
JNOBaHUM.
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Marsumno-pe3oHaHcHas momMorpacusa KOHCKOro Xxsocma
npu XpoHu4ecKou BochanumenbHol AeMUenuHusupyowel
nonuxeiponamuu

A.®. Bacuienko, M.B. Illecrakosa, 1.B. Kouerkos, M.HW. Kapnosa

DI'BOY BO «I0xcno-Ypanvckuii cocydapcmeerntniit meduyuHckuil ynugepcumem» Mumnzopasa Poccuu;
Poccus, 454048 Yeanbunck, ya. Boposckoeo, 64

Konumarxmot: Anopeii @éooposuy Bacunenxo afvas@mail.ru

Beeoenue. Xponuueckas éocnasumenvuas demueaunusupyowas noauneiuponamus (XBAII) seasemcs KypabeavHbim aQymoumMMyHHbIM 30~
bonesanuem. Ceoespemennas OUacHOCMUKA U NeHeHle NO380ASI0M YAYHUUMY 00A20CPOUHbLI NPOHO3, OMCPOHUMb UHEaAUOU3ayu0. B amu-
NUYHBIX CAyHasx 3a00ae8anus u npu ouggepeHyuarbHoli duaeHocmuke Heo0X00UMO pacuiuperue 00sema Uccae008aHuil, BKAIOUAIOUUX
Hellposu3yanu3ayUOHHble Memoobl.

Ileab pabomur — ouenka duaeHocmuueckoii poau MaeHumHo-pe3oHancroi momoepaguu (MPT) kouckoeo xeocma npu XBJIII.
Mamepuaavt u memodsi. B uccaedosanue éxarouensvt 8 nayuenmos ¢ nepgornavanvhuim ouacnozom XB/II ¢ coomeemcmauu ¢ kpumepuamu
FEeponeiickoii pedepayuu nesponocuueckux cooouecmes u Coobuecmea nepugepuseckoil HepeHoil cucmemyl: 6 O0AbHBIX COOMBEEMCME08A -
au docmogepromy duaernosy XBJII, 1 nayuenmrka — eeposmuoit XBJAIl u 'y 1 nayuenma 6 nocaedyowem 0biaa 8bis6AeHA CMEUAHHAS
Kpuoenobyrunemus, céazannas ¢ eenamumom C. MPT koncKoeo x6ocma ¢ KOHMPACMHBIM YCUNeHUEM 2A00AUHUEM 8bINOAHEHA BCeM nep-
BUUHO BKAHUEHHBIM OONbHBIM OCHOBHOIL 2DYNNbL U 8§ NAUUEHMaM ¢ MemaboautecKuMu NOAUHelponamusmuy epynnol Konmpoas. Yepes 12 mec
MPT nposedena noemopHo nayueHmam OCHOBHOU epynnbl.

Pesyasmamut. Ymonujenus Kopeukos KOHCK020 Xeocma (npomsicerHble uau QYoKanbHble) 8bls81eHbL 8 OCHOBHOI epynne y 6 nayuenmos ¢ 00-
cmoeeproit XBAII u'y 1 nayuenmrku c eeposmuoii XBJI1 u Hu 6 00HOM cayuae 6 epynne konmpoas. Boipascennocms kauecmeenHbixX usmeHe-
HUL COOMHOCUAACY ¢ OnumenbHocmyio 6onesnu. Hakonnenue KoHmpacmuoeo eeuecmea u PU3HaKU 2unepmpo@uu Kopewkos 00HapyHceHb!
Y 8cex nayueHmos OCHOBHOI epynnvl, NpU 3MOM HAKONAeHUe 2A00AUHUS He OMPANCaN0 akmugHocms npouecca. Konmpacmuoe ycunenue
6 001acmu KOHCK020 X80CMA, BbIAGAEHHOE Y NAUUEHMO08 SPYNNbL KOHMPOASL, 6bL10 00YCA08AEHO KOHMPACMUPOBAHUEM MeOYANAPHOI apmepuu.
3akarouenue. MPT konckoeo xeocma ¢ KOHmMpacmuim ycunenuem no3eoasem yayuuums ouaznocmuxy XBIII, npu smom maenumuo-pe-
30HAHCHAS KapmuHa He ompacaem akmuenocmo 6oae3nu. MPT npu XBJII seasemcs memodom, 3acayicuearoujum 0aibHeiiuieeo uzye-
HUS U CMAHOGPMU3AUUU.

Karouesbte ca06a: xpoHuueckas 60CHaAUmMenbHas 0eMUeAUHUIUPYIOUAs NOAUHEUPONAMUS, MACHUMHO-PE30HAHCHAS MOMO2PAPUSL, KOHCKUL
X80CM, MAZHUMHO-PE30HAHCHAS, MOMO2PAPUSA KOHCKO020 X60CMA ¢ KOHMPACMHbIM YCUACHUCM

DOI: 10.17650/2222-8721-2017-7-4-44-49

Magnetic resonance imaging of the cauda equina in chronic inflammatory demyelinating polyneuropathy

A.F. Vasilenko, M.V. Shestakova, 1.V. Kochetkov, M.I. Karpova
South Ural State Medical University, Ministry of Health of Russia; 64 Vorovskogo St., Chelyabinsk 454092, Russia

Background. Chronic inflammatory demyelinating polyneuropathy (CIDP) is a treatable disimmune neuropathy, which accurate diagnos-
tics and treatment are essential to improve a long-lasting prognosis and prevent invalidization. In atypical cases and differential diagnosis
extra investigations are needed, including neuroimaging.

Objective. Evaluating the diagnostic role of the cauda equina magnetic resonance imaging (MRI) in CIDP.

Materials and methods. 8 patients with CIDP according to European Federation of Neurological Societies and Peripheral Nerve Society criteria
were originally included in the main cohort: 6 patients with definitive CIDP, 1 patient — with possible CIDP; in 1 patient later mixed crioglobu-
linemia, associated with hepatitis C was later diagnosed. MRI with contrast enhancement of the cauda equina was performed in all primary in-
cluded patients in the main cohort and in § controls with metabolic polyneuropathy. In 12 months MRI was repeated in the main cohort patients.
Results. The enlargement of the nerve roots of the cauda equina and nodular hypertrophy was demonstrated in all CIDP patients, and in
none of the control subjects. The extensiveness of qualitative changes correlated with disease duration. All CIDP patients with root hypertro-
phy had gadolinium enhancement and its severity did not correlate with disease activity. Contrast enhancement in roots of the control group
patients was explained by the medullary artery phenomenon.

Conclusion. MRI of the cauda equina with contrast improves the diagnostic of CIDP, but does not depict the activity of the disease. MRI
in CIDP is a promissing technique, requiring further investigation and standardization.

Key words: chronic inflammatory demyelinating polyneuropathy, magnetic resonance imaging, cauda equina, magnetic resonance imaging
of cauda equina with contrast enhancement
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Bsepexue

XpoHnYecKast BOCHAIATEIbHAS JeMUCSTMHU3UPYIOIIast
monuHeiponatus (XBIT) siisteTcst KypabeIbHBIM ayTo-
WUMMYHHBIM 3a0ojeBaHneM. CBOeBpeMEHHOE JICUCHUE
ITO3BOJISIET YIIyYIIUTD JOJTOCPOYHBIN IIPOTHO3, OTCPOYUTH
vHBanuau3auuio. dns nuarnoctuku XB/IIT EBponeiickoit
denepaieit HeBposornueckux coobiects (European
Federation of Neurological Societies, EFNS) coBmecTHO
¢ paboueii rpynroit Coob1iiecTBa reprdepndeckKoit HepB-
Hoii cuctemsl (Peripheral Nerve Society, PNS) npemrosxke-
HBI KIIMHAYECKHWE W HEeMPOGhU3NOIOTHIECKIE KPUTEPUU
[1]. B Tunuunbix ciyvasx XBIAIT nposiBiasieTcst cuMmme-
TPUYHOM CJIA00CTHIO MBIIII TUCTATBHBIX ¥ TPOKCUMAJIb-
HBIX OTIEJIOB PYK M HOT, TUIIO-/apedIeKcheit M IyBCTBH -
TeIPHBIMU HapyIIeHUSIMHU. [IBUTATEIBbHBIM HeDUIINUT,
KaK IIpaBUJIO0, IIpeodIamacT Hall CCHCOPHBIMM PacCTPOii-
CTBaMMU.

B xavecTBe MOMOTHUTEIBPHBIX METOIOB TUATHOCTUKHI
IU3UMMYHHBIX HEHPOITaTUM WMCHONB3YIOT pa3IndHbIC
MMMYHOJIOTHYECKHE TeCThI, OMOTICHIO HepBa, HEIPOBU3Y-
aTM3alnio nepudepuIecKnx HEPBOB. DTU METOIBI aKTy-
aJIbHBI B TeX CIyJasiX, KOIJa peyb MAECT 00 aTUITMYHBIX
BapuanTax XBJ/IIT [2, 3], a Takke ripu guddepeHInanb-
HO IMarHOCTUKE C HACJIEACTBEHHBIMU (DOpMaMU HEMPO-
MMaTHii, KOTAa €CTh HECOOTBETCTBUE KIIMHUYECKHUX TIPOSTB-
JICHW BBISIBIICHHOMY TeHeTH4YecKoMy nedekTy [4].
B Takmx 1MarHOCTUIECKM CIIOXKHBIX CUTYaIISIX PEKOMEH-
IyeTcst 0oJIee IMMPOKO UCTIONBb30BaTh HEMPOBU3YyaInu3alli-
OHHBIE METOABI 00caenoBaHus [5].

¥V nauuenTton ¢ XB/II1 ripu ynsrpa3ByKOBOM HUCCIEN0O-
BaHUU OOHapyxXuBaeTcs muddy3Hoe CHMMETPUYHOE YBE-
JIMIeHNE HEPBHBIX CTBOJIOB PYK 1 HOT, MHOTIA JOCTUTAIOIIEE
3HAYMTENIBHBIX pa3MepoB [6]. [1pu MarHUTHO-Pe30HAHCHOI
tomorpaduu (MPT) ciiHHO-MO3TOBBIX KOPEIITKOB U CIUIC-
TEHMI1 OCHOBHBIC M3MEHEHUS IIPEACTABICHBI YTOJIIICHUEM
neprdeprniecKX HepBOB, TUTAHTCKUMM HEpBaMM 1 HAJIH-
YleM JIOKAJIbHBIX YTONIIEHWI HEpPBHBIX CTBOJIOB [7, 8];
B pe3yJIbraTe TUIepPTPOGUM KOPEIIKOB BU3YaIM3UPYETCS
CTEHO3 IMO3BOHOYHOTO KaHana [9, 10], a npu BBeneHUM KOH-
TPACTHOTO BEIIECTBA OTMEUAECTCS €TO0 HAKOIUICHUE B M3Me-
HEHHBIX HepBHBIX cTpykTypax [11]. ITpu XB/IT KoHcKMit
XBOCT ¥ TOSICHUYHOE CITIETEHNE BOBJIEKAIOTCs yaine [7, 12,
13], yem ruteueBoe cruteteHue [14]. [pu puTeTbHOM Tede-
HUU 00JI€3HN BO3MOXHO Pa3BUTHE aTPO(HUH CTBOJIOB ILIe-
YyeBoro crieTeHud [8, 15].

HecMmotpst Ha nipucyrctBue MPT B pekomeHgausix
EFNS/PNS (ypoBenb nokazareabHocTH C) 00s13aTeIBHOM
SIBJISIETCSl CTAaHAAPTU3ALIMS UCCIIETOBAHUS 1 OLIEHKA BO3-
MOXXHBIX apTe(daKTOB.

Ilean uccnenoBanusg — U3y4yeHUE KaU€CTBEHHBIX U3ME-
HEHUI KOPEIIKOB CIMHHOro Mo3ra y nauueHToB ¢ XBJII1
npu MPT koHckoro xBocra.

Mamepuanbi u Memopbl
Oo6cenoBaHbI 8 MaIMeHTOB (4 XXEHIIIMHBI) B BO3pacTe
26—52 ner (cpegHuit Bospact 39,6 roma) ¢ XB/II

(ocHoBHa#g rpymia). CpemHssl IIUTEIbHOCT 00JIe3HN —
4,1 roma: 1 1 3 roga — no 2 manueHTos; 4, 6, 7 u 8 ner —
110 1 60IBpHOMY. [PYIIITY KOHTPOJISI COCTaBIIIM 8 TIAIIEHTOB
(5 xeHmMH) B Bo3pacTte 24—54 neT (CpemHUiA BO3pact
37,8 roma) ¢ MeTabOIMYECKOM ToTMHeporaTrei (5 60J1b-
HBIX C TMa0eTUYECKOi, 3 — ¢ aIKOTOILHOM ITOJIMHENRpOoIIa-
THE).

BceM manmeHTaM IpOBOIMIIN HEMPODU3NOIOTTIECKOE
uccliemoBaHue Ha snektpomuorpade Heitpo MBII-4
(Heitpocodrt, Poccust) 1o ctanmaptHoit Metoauke (Kimura
2001). B ocHOBHOI1 rpymie y 6 HalueHTOB JaHHbIE 3JI€K-
TpoHelipoMHuoTrpau COOTBETCTBOBAIM TOCTOBEPHBIM
kputepusim XBJIIT EFNS/PNS. B sty rpymity Takke Obuta
BKJTIOUCHA | MarMeHTKa ¢ IIMTeIbHOCTRIO 00J1e3H <1 TO-
Ia ¢ MUHAMAaJIBHBIM TETparape3oM 1 IBYCTOPOHHUM BO-
BJICYCHMEM JINTICBLIX HepBOB (BepositHast XB/IIT); a Takke
1 GonmbHOI ¢ HEWPODUIMOIOTMICCKUMU KPUTCPUSIMHU,
cooTBeTCTBYOIMMU BepositHoil XBJII1, y koToporo Brio-
CJICICTBUH BepUDUIIMPOBaHA KPUOTTIOOYTMHEMUS.

BceM nmanmenTam BeinmoaHeHa MPT KoHckoro xBocTa
C KOHTPACTHBIM YCWJICHMEM TamOoJIMHUEM Ha allapare
Philips, 1,5 Tan. OueHuBaay HaIMIMe CTPYKTYPHBIX U3Me-
HEHUM W HaKOIUIeHWE/paclpenecicHne KOHTPACTHOTO
BeIIleCTBa B 001aCTH KOHCKOTO XBOCTa CIIMHHOTO MO3Ta.

Pesynbmambl

B ocHOBHOI1 rpyIiIie ucciieqoBaHUs NU3MEHEHUS B 00-
JIacTH KOHCKOTO XBOCTa B BHIE JOKAJIBHBIX YTOJIICHUMA
HEPBHBIX CTBOJIOB, 1U(MPY3HON TrUNnepTpodun CIMHHO-
MO3TOBBIX KOPEIIKOB OBLIA BBIABICHBI y 7 OOJIBHBIX:
y 6 MAlMEHTOB, MMOJIHOCTBIO YIOBIETBOPSIOLINX KPUTEPH-
sm nuarHo3a XB/IIT, u y 1 6onbHoI ¢ BepositHout XBJII1.

TumepTpodust KOpekoB KOHCKOro xBocta rpr X BT
(puc. 1) O6bUTa BBIpAXKCHHOM M HAIIOMMHAJA «CHMIITOM
ycoB». BBIpaXkeHHOCTh Ka4eCTBEHHBIX N3MEHEHHUI COOT-
HOCWJIACH C IUIMTEJIbHOCTHIO 00s1e3HU. [1pn mmTebHOCTH

Puc. 1. Bupascennas eunepmpogpusi Kopewkog KOHCK020 Xocma («cuMm-
nmom ycoe» [16]), daumenvrocms 3a601e6anus 6 arem

Fig. 1. Pronounced hypertrophy of the cauda equina (“moustache sign” [16]),
6 years since the disease onset
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Puc. 2. Hepasromeproe ymoaujeHue Kopeuwko8 KOHCK020 X60cma, 0AUmenbHocms 3abonesanus 3 2oda

Fig. 2. Non-uniform thickening of the cauda equina, 3 years since the disease onset

XBIIT no 3 net mpu MPT BBIIBISIINCH EAMHUYHBIE YTOJ-
IIeHUS ¢ HEM3MEHEHHBIM MarHUTHO-Pe30HaHCHBIM (MP)
CHUTHAJIOM OT CTPYKTYp KOHCKOTO XBocTa. [1pu mpomomKkm-
TEJIBHOCTH 00JIe3HN 3—4 Toma 0TMEYaIoCh HepaBHOMEP-
HOE, BepeTeHOO0pa3HOE YTOIIICHIE KOPEITKOB KOHCKOTO
xBocTa B T2-pexxrmMe, IpH 3TOM U3MEHEHUS OBIITN ITPOTSI-
XKEHHBIMM W 3axBaTeiBaiu 3—4 cermeHTra (pmc. 2);
IIpU IJTATSIIBHOCTH 3a00JIeBaHs OoJiee 4 JIeT Y110 TTopa-
JKEHHBIX YPOBHEH M BEIPaKEHHOCTD CTPYKTYPHBIX N3MEHe-
Huit Bo3pactann. [1o Xxomy KOpenkoB CIMHHO-MO3TOBBIX
HepBOB Ha ypoBHIX D 12—S2 BRISBISINCH MHOXECTBEHHBIE
¢okanbHbIe yTommeHus guametpom 10 0,2—0,4 cM 1 mpo-
TsKeHHOCTBIo 10 1,0—2,3 cM. B 1 ciiygae npu JimmMTeabHO-
ctr 6oJie3HM 8 JIeT HecmelnuIecKre N3MEHEHUSI KOH-
CKOTO XBOCTa OBLIM HACTOJBKO BBIPAXEHHBIMU, YTO
noTpeboBaaoCh MpoBeaeHue TuddepeHInaTbLHOTO TUar-
HoO3a ¢ HelipodubpomaTo3om (puc. 3).

Bo Bcex cayyasix ¢ BeIsIBACHHBIMU M P-n3meHeHusiMu
Yy NallMEHTOB OCHOBHOM I'PYIIILI OOHAPYXKEHO HAKOILJICHNE
KOHTPACTHOTO BEIIECTBa B HEPBHBIX CTBOJIAX, MPUYEM
XapakTep pacrpenesieHUsI KOHTpacTa ObUT pa3HbIM. Tak,
HepaBHOMEpPHOE paclipelesieHe HaKaIlJIMBaIoIIerocs
KOHTpAcTa IO TUITY OTAENbHBIX (DOKAJBHBIX YTOIIIEHU
KOPEIIKOB CITMHHOTO MO3ra OTMEYEHO Y MALIMEHTOB C T~
TEJIbHOCTBIO 00JIe3HU 110 2 JIeT. Y MallMeHTOB CO CTaXeM
3a0oJieBaHUs OoJiee 4 JIeT KpoMe MHOXECTBEHHBIX METKIX
(boKaTBHBIX YTOMIIIEHN KOPEIIKOB TaKXKe KOHTPaCTUPO-
Bajiach apaxHOUJaJIbHAs 000JI0YKa.

Yepes 12 Mec BceM IMallieHTaM OCHOBHOM T'PYITITHI
npoBeAeHa mosropHasg MPT, naHHBIe KOTOPOIT MOKa3au,
YTO BBIPAXKEHHOCTbh U JIOKAJIU3alsI paHee BBISIBIEHHBIX
Y4aCTKOB HaKOILIEHMsI KOHTPACTHOTO BEIlIeCTBA B 00J1aCTH
KOHCKOT'O XBOCTa OCTAJIUCh MPAaKTUUECKN HEM3MEHHBIMU.
INepcuctupyiolrie KOHTpaCTHBIE U3MEHEHUS He 3aBUCENIN

Puc. 3. Ipybvie usmenenus Kopeuikos KOHCK020 X80CMa CO 3HAUUMENbHbIMU YMOAUWEHUAMU, 0AUMeAbHOCMb 3a00aeeanus § aem (OuggeperyuansHolii

duaenos ¢ Helipoghubpomamosom)

Fig. 3. Extensive changes in the cauda equina with significant thickening, § years since the disease onset (differential diagnosis with neurofibromatosis)
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Puc. 4. Konmpacmuposarue medyanspHoil apmepuu 6 epynne KOHMpoas

Fig. 4. Medullary artery contrast in the control group

OT HaJIM4MsI/OTCYTCTBUSI KIMHUIECKUX TTPU3HAKOB 000-
CTPEHUSI.

¥V 1 mauueHTa OCHOBHOM T'PYIIIbI IIpU 1-i1 1 TIOBTOpP-
Hoit MPT koHcKoro xBocta 4epe3 12 Mec He 0OHapyKeHO
W3MEHEHMI apaxXHOMIAILHOM 000JI0UKH U TIepreprudec-
Kux HepBoB. [Ipy ocMOTpe B HEBPOJIOTUIECKOM CTaTyce
Ha (poHe TUCTATBHOTO TeTparape3a B 4 6ajuia mpeodiiamga-
JIM 9yBCTBUTEIbHBIC HAPYIICHUS 1 BEIpAXKeHHBIN HEMPO-
naTudeckuit 6osieBoii cuHapom. B mpoliecce HaOmoaeHUs
OBUIO OTMEYECHO PEMUTTHpPYIOIIEeEe TeYeHUE OOJIC3HM,
YTO OTPEOOBAIO, TIOMUMO TePaITM KOPTUKOCTEPOUIAMMU,
MpoBeleHNs Ta3Madepesa 1 BHYTPUBEHHOTO BBEICHMUS
nMmmyHornoo0ynnHoB (Ig) B mo3e 2,0 Ha 1 KT Maccel Tena.
BroigBiienne B KpoBu mauneHTa antuten IgG u IgM x Bu-
pycy rematura C ¥ KpUOTJIOOYJIMHOB CTAJI0O OCHOBAaHUEM
st uaMeHeHus1 nuarHosza XBJIIT Ha «cMmelnaHHast Kpuo-
[JIOOYTMHEMUSI, CBSI3aHHAS C TermaTuToM C».

B rpynne xontponss mpu MPT kxoHckoro xsocrta
HH B OJHOM CJIydae He 0OHApyKeHO TMIePTPOGhUH KOPEIII-
KOB KOHCKOT'O XBOCTa 1 (hOKATBHBIX MU3MEHEHUI, OITCAH-
HBIX B OCHOBHOM TpyTIIIE.

HccnenoBanne HaKOIUICHUS M pacIIpeneIieHus] KOH-
TPACTHOTO BeIIeCTBA Y MAIIMEHTOB KOHTPOJIBHOM TPYIIITHI
BBISIBIJIO KOHTPACTHUPOBaHNE MEAYJUISIPHON apTepuu B 5
u3 8 ciydaeB (puc. 4).

06cyxnenue

Hanmmume aTMIMWYHBIX U acCOLMUPOBAHHEBIX (HOPM
XBIII, coueraHue ¢ repeauTapHbIMU HelpomaTusiMu
BBI3BIBAIOT HEOOXOMMMOCTD MCITOIb30BAaTh TAKUE MOITOJ-
HUTEIbHBIE METOIBI 00CIeIOBaHNSI, KaK YIBTPa3ByKOBOE
nccaepoBanue 1 MPT nepudepunyecknx HepoB. XBJIIT
XapakTepusyercs 1uddy3HbIM yBEIUUEHUEM TTepudepu-
YeCKMX HEPBOB IIPH YJIBTPa3ByKOBOM CKaHHUPOBAHUU
[17—19]. Pe3yasraTtel MHOTOUYMCICHHBIX M P-rccnenoBa-
HUI TTOATBEPIUINA BOBJICYCHHUE CTPYKTYP KOHCKOTO XBO-
CTa, TIOSICHUYHOTO U TIJIeYeBOro crureteHuit [7—9, 14, 20,

21] 1 HaKOIIJICHNEe KOHTPACTHOTO BEIIeCTBA B OIIMCAHHBIX
CcTpyKTypax [8, 11, 22], 4TO MO3BONIMIIO BHECTH UX B TIepe-
yeHb MOAAePXKMBaOIIMX KpuTepueB auarHo3a XBJIIT [1].

IlonyyeHHbsie HaMu pe3yabrathl MP-uccinenoBanmii
C KOHTPACTHBIM YCUJIEHUEM COBMAAAIOT C JAHHBIMM JIUTE-
paTyphl O HATMINH XapaKTepHBIX (HO HeCITeIM(PUICCKIX)
W3MEHEHUH CTPYKTYp KOHCKOTO XBocTa [8, 11] mpu oTcyT-
CTBMU TTATOJIOTUYECKUX OTKJIOHCHMH Y TTAIIMEHTOB KOHT-
POJIBHOM TPYIITEL. BO3MOXHOCTS HAKOIUIEHUSI KOHTPACTa
y MaIlMeHTOB KOHTPOJIBHOM IPYIIIEI HEOOXOIMMO YIUTHI-
BaTh IPM MpOBedcHUN TUddepeHINaIBPHOTO THarHO3a,
¥ He IPUHUMATh apTe(akT B BUIe HAKOTUICHUS KOHTPACT-
HOTO BeIlleCTBa 3a BOCIAIUTEIbHBIC M3MEHEHUSI ITepude-
PUYECKUX HEPBOB.

7151 BBISIBJICHMST TIATOJIOTHYECKIX M3MEHEHM y 00JTh-
Hbe1x XBIT Hanbonee nHGOpMaTUBHOI oKa3ajlach PpoH-
TaJIbHAS MPOCKIINS B T2-B3BEIIIEHHOM PEXXME BCIICACTBHE
BBICOKO KOHTPACTHOCTH CTPYKTYp KOHCKOTO XBOCTa
Ha (DOHE JTMKBOpPA ¥ BO3MOXHOCTHU BU3YaIM3AIIUN OTHO-
BpPEMEHHO HECKOJBKMX KOPEIIKOB, YTO OBLIO ITOKA3aHO
U B 1pyrux padotax [11].

B rpymnne mauuenTos ¢ XBJII1 ¢ Gosbiieit mpomoKu-
TEJIBHOCTBIO OOJIE3HW W3MEHEHUS CITMHHO-MO3TOBBIX
KopetkoB rmpu MPT Ob11u Gosee BhIpaXkeHHBIMU U pac-
MIPOCTPaHEHHBIMU 10 CPABHEHUIO C U3BMEHECHUSIMU Y 00JTh-
HBIX C JUINTEJIBHOCTBIO 3a0oseBaHusa 0 3 JieT. JanHoe
HaOJTIIOICHNE HE COOTBETCTBYET OITyOJIMKOBAaHHBIM CO00-
IMIEHNUSAM 00 OTCYTCTBMM CBSI3W IJIUTEJIBHOCTH OOJIE3HU
¢ BbIpaXeHHOCTbIO MP-u3menenuit y 16 maimeHTOB
¢ XBAIT [8]. Paznuune B MOJyYeHHBIX JAHHBIX MOXKET
OBITH CBSI3aHO C TEM, YTO B 00CICIOBAaHHYIO HAMU TPYITITY
OBUIM BKJTIOUCHBI IMAIIMEHTHI C KJIACCUIECKOU (hopMOit
XBAII, ipu ToM, uTo B uccaenoBanue G. Midroni 1 coaBT.
BXOAWIN OOJIbHBIE C aTUTTMIHBIMU (popmamur X B IT.

OTCyTCTBHE Pa3TNIMii B BRIPAXKCHHOCTH M PACIIPOCTpa-
HeHHOCTH MP-m3MeHeHMiT y HAIlUX MAIlMEHTOB MEXIy
TepBUYHBIM U TTIOBTOPHBIM HCCIICIOBaHMEM depe3 12 mec
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CBHIIETEIIBCTBYET O TOM, 4T0 MPT KOHCKOTO XBOCTa HE OT-
paxaet ¢pakTa 000CTpeHUS WU peMuccuu 6one3Hn. Cxom-
HBIE Pe3yJIBTaTHI ITOTyYeHBI M B IPYTUX MCCIIeIOBAaHMSIX [23].
BosmoxHoct Metoma MPT nmiag oueHKM TsSKecTu
u xapaktepa TeuyeHust XB/II1 1, cooTBeTCTBEHHO, ameKBaT-
HOCTH IIPOBOIMMOTO JICUCHUS TPEOYIOT IPOBEICHUS HUC-
cJIemOBaHMS Ha OOJIBIIIEM YKCIIe TTAIIMEHTOB IIPU YCIIOBUHT
COOJTIOIEHNSI CTAHAAPTU30BAHHOTO IPOTOKOJIA.

KoHpmKT nHTEpEeCcOB. ABTOPHI 3aSIBIISIIOT 00 OTCYTCTBUU KOH(MINKTA MHTEPECOB.
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MPT KOHCKOro XBOCTa C KOHTPAcCTbIM BEIIECTBOM
MO3BOJISIET YAyJIIUTh nuarHoctuky XB/I1, mpu atom MP-
KapTWHA He OTpaXkaeT aKTMBHOCTU 00JI€3H!, 1 HEOOXOIM -
MO IIPMHUMATh BO BHUMaHNEe (heHOMEH KOHTPAaCTHPOBa-
HUSI COCYOUCTOTO pycia B HopMme. MP-ocobGeHHOCTH
npu XBJII1 TpeOytoT nanbHenIIero u3ydeHus U cTaHaap-
TH3aIUN UCCIICIOBAaHNS.
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[IORNUHUYecKoe MeAUKo-reHemu4yecKoe KoHcynbmupoBaHue
npu 6okoBOM amMuompou4eckom cknepose

IO.A. IlImumiokoBa, A.A. Pociskosa, M.H. 3axaposa, C.H. Niiapnomkun
DI'BHY «Hayunwiii uenmp neeponoeuu»; Poccus, 125367 Mockea, Boaokoramckoe wocce, 80

Konmarxmeoi: FOnus Anexcandposna llnuntoxosa jshpilyukova@gmail.com

boxosoii amuompoguueckuii ckaepos (BAC) — chamanvhoe HetipodeecenepamusHoe 3a604e6anue, XapaKmepusyoueecs npoepeccupyrouler
2UOeNbI0 YEHMPANbHO20 U NepuhepuuecKkoeo MOMOHEUPOHO8, 8 Pa3GUMUU KOMOP020 DONbULYIO POAb UPAIOM 2eHemuYecKue Qakmopbl.
B Hacmosiweil cmambve nOOPOOHO paccmampueaomest CAONCHOCMU, 03HUKaowue npu anaiuse eenemuku BAC, ceszanHbie ¢ HenoaHou
NEeHeMmPaHMHOCMbI0 MyMAYULl, 8bIPANCCHHOU 2eHEMUUECKOU 2eMepO2eHHOCbI0 OAHHO20 3A001e8aHUS, OMCYMCMBUEM YEMKUX 2eHODEHO-
munuyeckux koppeasyuii u op. IIpedcmaeneno cobecmeennoe HabaOeHUe, 8 KOMOPOM Y KAUHUYECKU 300p08020 POOCMEEHHUKA NAYUeHMA
¢ SOD I-accoyuuposannoii hopmoit BAC nompebosanrucy dokaunuueckas IHK-duaenocmuka u meduko-eeHemuueckoe KOHCYAbIMUPOBA-
Hue. Oceeujernvl KAHegble ACNeKmbl peKOMEeHOAUUN No NPoedeHuUIo 8 cembsix, omseoujerHblx BAC, doxkaunuveckoeo meduxo-eeHemuue-
CK020 KOHCYAbMUPOBAHUS Y MUY, U3 SDYNNbL PUCKA.

Karoueewte caosa: 6oxoesoii amuompoghuueckuii cknepo3, IHK-ouaenocmuxa, een SOD 1, dokaunuueckoe meduko-eeHemu4ecKoe KOHCY1b-
mupoeanue, eeHemu4ecKuii puck

DOI: 10.17650/2222-8721-2017-7-4-50-55

Presymptomatic genetic counseling in amyotrophic lateral sclerosis

Yu.A. Shpilyukova, A.A. Rosliakova, M.N. Zakharova, S.N. Illarioshkin
Research Center of Neurology; 80 Volokolamskoe Shosse, Moscow 125367, Russia

Amyotrophic lateral sclerosis (ALS) is a fatal neurodegenerative disease characterized by progressive loss of central and peripheric motor
neurons, with genetic factors playing significant role in its development. In this article, we discuss in detail the difficulties in the analysis
of ALS related to incomplete penetrance of mutations, extreme genetic heterogeneity of this disorder, the lack of clear genotype-phenotype
correlations, etc. Presented is our own instructive observation in which a clinically unaffected relative of a patient with the SOD I-associated
form of ALS requested presymptomatic ALS genetic testing and medical-genetic counseling. Key aspects of recommendations about pre-

symptomatic genetic counseling in persons from the risk group originating from families with ALS have been presented.

Key words: amyotrophic lateral sclerosis, DNA testing, SOD 1 gene, presymptomatic genetic counseling, genetic risk

06wuil B3rnaj Ha AOKNUHUYecKyto [HK-AuarHocmury

npu GoxoBOM aMuompoiulecKoM cknepose

Boxkoroit amrorpodmaeckuii ckiaepos (BAC) — Tsoke-
JIoe HEYKJIOHHO TITPOrpeccUpyloliiee HepoaereHepaTHBHOE
3a00JIeBaHNE C TTOpPaKeHUEM IIEHTPAILHOTO U ieprudepr-
YeCKOTro MOTOHE#poHOB. [1o JaHHBIM JIUTEpPaTypPhI, IO
CEMEMHBIX BapMaHTOB cocTaBjsieT okono 5—10 % Bcex
cinydaeB BAC, Torma Kak abcoJIfoTHOE OOJIBITMHCTBO TTa-
LIMEHTOB CTPAIAIOT CIIOPamTMIeCcKOi (popMoii 3a001eBaHMS
[1]. Boripocsl, Kacawiinecss MeAUKO-TeHETUYEeCKOTO KOH-
CYJIBTAPOBAHUS, IPUYUH BOSHUKHOBEHMSI OOJIE3HU U TTPO-
THO3MPOBAHMSI €€ TeUCHMSI, BOSHUKAIOT B CAMBIX Pa3HBIX
KIIMHUYECKUX CUTYAIISIX, TIPEICTABIISIS CEPhe3HBIN BEI30B
IIJIST Bpadeii-HeBPOJIOTOB U TeHETUKOB. [1py onieHKe reHe-
THYECKOTO pricka BO3HMKHOBeHUsI BAC B ceMbe KITIoueBOA
MOMEHT — HaJIMI1e OTSATOIIEHHOTO CeMEeITHOTO aHaMHe3a.
OmHako gaxe Ipu criopanmdeckmx ciaydasx BAC Hacie-
IIyeMOCTb 3a00JIeBaHUS SIBJISIETCS BBICOKOM: ITOKa3aHo,

YTO TPU HAJIWYWM B CEMbE COWHCTBEHHOIO ITallMEHTA
¢ BAC ero poacTBeHHUKHM MMEIOT MOBHIIICHHBI PUCK
pa3BuTHs 3a001eBaHuUsA [2], a MyTallMX B TeHAX, OTBETCT-
BEHHBIX 3a BO3HUKHOBeHHME ceMeiHbIX ciydaeB BAC,
HEpeIKO BCTPEUYAIOTCS M IIPU CITOpaanIecKoit hopme.

Ha cerogHsamnramii 1eHh UICTUHHYIO 9aCTOTY CEMEMHBIX
caydaeB BAC ycTaHOBUTH MOCTATOYHO CJIOKHO B CHITY
3HAYUTEITLHOM TeTepOTeHHOCTH 00JIC3H! 1 CJIOXKHOCTH €€
TEHETUICCKUX MEXaHN3MOB (OOJIBIIIOE YHCIIO ACCOITUUPO-
BaHHBIX TEHOB, BapraOeJIbHas ICHeTPAaHTHOCTh MYTalIHiA,
pasHble KIMHWYeCKWEe (PEHOTHUITBI IIPU OTHON MyTallMu
u T.4.) [3]. DT akTOpEl B COYETAHUN C HEKOTOPHIMU
0COOEHHOCTSIMM TeUCHUS 3a00JIeBaHUSI ¥ BEICOKOIM 9acTO-
TOW HeNpaBUJbHON AMArHOCTUKMU (OCOOEHHO B AeOlOTE
00JIe3HN ) MOTYT CITOCOOCTBOBATH CITOPAIMIECCKOMY TIpeI-
CTaBJICHUIO HACJECACTBEHHO OOYCIOBJICHHOIO CITydas.
B cBsI31 ¢ 3TUM OTHOIIICHNE KITMHUIECKIX Bpadeil K IIpo-
BEICHUIO MEIUKO-TEHETUYECKOTO KOHCYIBTHPOBAHMS
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n JHK-guarHocTuku cpeiu 340pOBBIX POACTBEHHUKOB
maureHToB ¢ BAC ocraercss HeOmHO3HAYHBIM. Tak,
B 2017 . A. Vajda u coaBT. onmyOJMKOBAJIA pPe3yJIBTAThHI
aHKeTUpoBaHMs 167 KIMHUYEeCKUX Bpayeid u3 21 cTpaHbl
I10 TIOBOY Pa3HBIX aCTIEKTOB IIPOBEACHMS TeHETHIECKOTO
tectupoBanus npu BAC [2]. Beuto BeIsiBiIeHO, 4TO 48 %
PECIIOHIEHTOB HMKOTIA HE IpemiaraloT TeHeTHIeCKOe
TECTUPOBAHUE POACTBEHHUKAM TMAalMEHTOB C CEMEMHOM
¢dopmoii BAC. B kauecTBe 000CHOBaHMS TAKOTO PEIIEHUS
YKa3bIBAJINCh: OTCYTCTBHE BO3MOXKHOCTEH MpeIoTBpallie-
HUs 3a00JIeBaHMSI, HEIIOJTHAS TICHETPAHTHOCTD BBISIBIISIC-
MBIX MyTaIlNi, CIIOXKHOCTh B UHTEPIIPETAIINY PE3YJIBTaTOB,
«HEOIIpeaeICHHOCTh» TeHeTuKN BAC 11 HeZoCTaTOYHOCTD
3HaHUI 0 Hel, BeicoKast ctouMmocTh JIHK-tectupoBanms,
OTCYTCTBHE HOCTYIa K MEIUKO-TeHETUIECKOMY KOHCYIIhb-
THpoBaHMio. boiee 4acTo TOKIMHNYIECKYIO TUATHOCTUKY
POICTBEHHUKAM ITpeIaraloT CIIeIINAINCThI, paOOTaIOIINe
B obnactu BAC. K ¢axkropaMm, 000CHOBBIBaBIINM HE00-
XOIWMOCTb TaKOW IMArHOCTMKMW, OTHOCWIM: HaJW4YHe
IIpaBa WICHOB CEMBM 3HATh O COOCTBEHHBIX PUCKAX, BO3-
MOKHOCTB MCTIOJIb30BaHUS PE3YIBTaTOB B MCCIICAOBATEIIb-
CKUX IIEJISIX, BOBMOXKHOCTHU MPENMIAHTAIIMOHHOMN TeHETH -
YeCKOW NIMAarHOCTUKM, ITOTCHIIMAJIbHAS ITOCTYITHOCTh
HOBBIX METOJIOB JIeUeHUs B OKaiiniee BpeMd [2].

CnomHocmb renemuxu 60KOBOro amuompogiuyecKoro

cKneposa

Co BpeMeHH OTKPBITHS TIEPBOTO TeHa [4], acCoIMmupo-
BaHHoro ¢ BAC, — SOD — nipounio 6omee 20 net. U3yue-
Hue reHeTuKu BAC 3a 3TOT ITepro 3HAYUTETHHO ITPOIBH-
Hy/noch Brieped. Ha maHHBIIT MOMEHT oIlMcaHO Ooiee
30 reHOB, BOBJICUCHHBIX B A3THOJIOTHUIO 3a00JIEBaHUS.
CumTaeTcst, 9TO MyTalliM B 3THX T'eHaX OOYCIIOBIMBAIOT
60—70 % cemeitnbix u 10 11 % criopaguyecKux ciaydaes
BAC [3]. Haubonee pacrpocTpaHeHHOI MyTaLyiei cpean
€BPOIICICKOI TPYIIIBI MAIlMEHTOB SIBIISICTCSI 3KCITAHCHST
TeKCaHYKJICOTUIHBIX TTOBTOPOB B reHe CY%rf72, B TO BpeMs
Kak B A31u1 HanboJiee 9acTo BCTPEYAIOTCSI MyTalliM B TeHE
SOD1. HanpuMmep, gactora Mytamuii rena C%rf72 B ce-
MEIHBIX CITydasix 3a00JieBaH1sI Hanboiee BhicoKa B beb-
rvu v Iperuu (1o 50 %), a Takxke B Gunnsinauu (46,4 %),
B TO BpeMsI Kak HauboJee Beicokas (54,7 %) yactora My-
tanuii SOD I onucana B FOxHoit Kopee [5]. B poccuiickoii
TIOMYJISILIMY, COTJIACHO HAIIIMM JTaHHBIM, CPEIN CEMEITHBIX
¥ ciopagndeckux ciydaeB BAC Hanbosee 4acTo BCTpeda-
forcst Mytaumu B rere SOD1 — 24,0 u 4,6 % cOOTBETCTBEH-
HO [6], TOraa KaK 4acToTa BCTPEYaeMOCTY MYTALIMii B reHe
C9orf72 cocrasisiet 15,0 u 2,5 % coorBeTcTBeHHO [7, 8].
Takum obpa3oMm, reHeTndeckas rmpupona BAC B pa3HBIX
MTOMYJISIIIUSX UMEET CBOM OCOOCHHOCTH, UTO HEOOXOINMO
YIUTHIBaTh TIPU TIPOBEACHUHW MEINKO-TEHETHIECCKOTO
KOHCYJIETUPOBaHUS.

JIy1st 0BIIMHCTBA TEHOB, accoLMUpPoBaHHBIX ¢ BAC,
MOKa3aHa ajuleJIbHasi TeTepOTeHHOCTh, C CYIIIeCTBOBAaHUEM
Pa3IMYHBIX MYTaLMi, BEAYIINX K OMHOMY 1 TOMY K& KJIH-
Hyeckomy deHotuty [3]. C apyroii CTOpOHBI, HEKOTOPbIE

reHbl BAC 1u1efioTpOITHEL, T.€. OMHA M Ta XXe MyTallMs
MOXET IIPUBOANTH K BOSHUKHOBEHUIO PA3TNIHBIX KITMHU-
yecKuX (peHOTUIOB. KitaccmaecKuM mpuMepoM SIBIISICTCST
skcrmancusa GGGGCC-mmoBTopoB B reHe C9rf72, KoTOpast
BcTpevaeTcs He TobKo Ipyu BAC, Ho 1 py 100HO-BUCOY-
HOI IeMEeHLINHU, B TOM YHCJIe aCCOLIMUPOBAHHOM C map-
KMHCOHU3MOM (HanboJee TUITMYHA aKMHETUKO-PUTHIHAS
dopma 6e3 Tpemopa) [9]. [leHeTpaHTHOCTDh Pa3TMIHBIX
mytauuii mpu BAC Takke o4eHb CUIIBHO BapbupyeT [10].
B rene SOD1, nanpumMmep, MeHETPAHTHOCTh OMHUX MYyTa-
LIMii oueHb BoicoKas (A4V, H46R, L84V), a npyrux — Hus-
kas (D76Y, D90A, 1113T). B autepartype ornucaHbl yHHKA-
JIBHBIC CITydayd HOCHTEJIBbCTBA MYTAalldii B pa3HBIX TeHaX
BAC y unenoB oxHoii cembu [11, 12], a Takke ciaydan
OJIMTOTEHHOTO HACJIeMOBaHUS (HATMIME HECKOJIbKUX MY-
Tamuii, accounmupoBaHHBIX ¢ BAC, y 0mHOTO M TOrO Xe
mareHTa) [13, 14]. HecMoTpst Ha TO 4TO 3TH CIy9au pem-
KU, YKa3aHHBIEC (DAKTOPHI CYIIECTBEHHO YCIOXHSIOT OLIEH-
Ky TEHETHMYEeCKOTO pPHCKA 1T KIMHWYECKH 3IOPOBBIX
YJICHOB CEMBH.

Knunuyeckuii cnyyaii

Hayuenm A., 37 rem, o6pamuacs c wcarobamu Ha caa-
bocmb 6 pykax u Ho2ax, Hewemkocms peuu. boaen 6 mevenue
noayeoda. Manughecmauus 3a601eéanus co crabocmu 6 ae-
60l Kucmu, 6 meueHue cAe0yrOUUx 2 mec npucoeouHUAacs
HeuemKkocmb peuu, nocieduue 3 mec becnokoum o00blUIKA
npu usuueckoli Hazpyske U 8 NoA0JCeHUU nedca. B meuenue
nocnedHeeo mecaya NAYUeHm OMMemUn CHUJCEeHUe Macchl
mena Ha 10 ke. U3 anamuesa xcuzuu uzeecmuo, umo 9 nrem
Ha3zao 6vin duazHocmMuposan mybepiynes, noAy4an AHmubaK-
mepuansryo mepanuio, cHam c yvema 6 nem Haszao. Ilo pe-
3YAbMAmMam KoMNslOMEePHOU momoepaghuu epyoHoil Kaemku
(6 MomeHm obpauieHus nayueHma) OaHHbIX 00 aKMUGU3AYUL
npouecca He nOAY4EHO,; AUKBOP 6e3 0coOeHHOCMEll.

U3 cemeiinoeo anamneza u3gecmHo, Ymo y HecKkoAbKUX
PpoOcmeenHUK08 nayuenma (bpama mamepu, 6a0ywKu u ee
cecmep no aunuu mamepu (puc. 1)) 6vin duaznocmuposar
BAC c vemrxum aymocomuo-00MUHaAHMHBIM MUNOM HACAEO0-
8anusl.

B nesponoeuueckom cmamyce aeekas ousapmpusi, ouc-
gaeus, eunompogus u gubpuirayuu a3vika. Beizviearomes
peaekcol oparsHoeo asmomamuzma. Pasnomeproe chuice-
Hue mvlueuHoll cuavt 0o 3 6ann06 6 pykax, 0o 4 611086 6 Ho-
eax. Inybokue pegaekcol ¢ pyk jicugole, ¢ HO2 — NOBbIUUEHDL,
namonoeuecKux NUpPamuoHbiX 3HaKo8 He gviasaeHo. luno-
mpoguu mbluLy, pyK, naewesoeo nosica. Boipascennsie ghacyu-
KYASUUU 8 Mbluyax nieveoeo nosica. dyecmeumenvrnocms,
KoopouHayusl, ma3ogvle PYHKYUU He HApYUIeHbL.

Ilo dannbim MaeHUmMHO-pe30HAHCHOU momozpaguu 2o-
JN08HOR0 M032a U WeliH020 OMOena CRUHHO20 M032ad NAMOA0-
euu He ommevero. Ilpu nposedenuu snexmponeiipomuoepa-
Quu 8visieAeHbl NPUBHAKU OeHepsauuu U peuHHepeayull
HAa WeiHOM U NOSCHUMHOM YPOBHSX, C8UOemeabcmayoujue
0 NOPAdNCeHUU COOMBEMCMBYIOUUX 08U2AMENbHBIX HElIPOHO8;
CO2NACHO NOAYYEHHbIM pe3yibmamam noodmeepicoena
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Puc. 1. Podocrosnas navuenma A. (cmpeaxa). [loayxcuprsiv wpugmom 0603nauer 603pacm mManugecmayuu 3a601e6aHuUs; 8 CKOOKAx — npoodoalcumens-
HOCMb 30001€8GHUSI; KYPCUBOM — 803DAC KAUHUYECKU 300POBbIX YAEHO8 CeMbU HA MOMEHM COCMAasAeHUsl POOOCA0BHOI. 36e3004K0l OmMmeueHbl KAUHUYeCcKUe

300posble cecmpbl npobaHoa, HocumenvHuybl mymauuu LE4V

Fig. 1. Family tree of patient A. (arrow). Age of disease onset is presented in bold; in brackets is presented the duration of the disease; age of clinically healthy

UHMAKMHOCIb 4YECMEUMENbHBIX 8040KOH NepupepuecKux
Hepeos.

C yuemom KAUHUMECKUX U HEUPOPDUIUOA02UHECKUX NPU-
3HAKO8 NOPAMNCEHUS BePXHe20 U HUJICHe20 MOMOHEUPOHO8
Ha yposHe 3 ceemenmos (0yabOapHOM, WellHOM, NOSCHUY-
HOM), UCKAIOUEHUS OPYeUX GO3MONCHbIX NAMOA0UL U OaH-
HbIX CeMelUH020 AHaMHe3a y nayuenma OUaeHOCMUpPOsaH
BAC weiino-epyonoti gpopmol. B coomeemcmeuu ¢ peszyan-
mamamu npoeedeHH020 0ONOAHUMENbHO20 00CcAe008aHUS
(cHuMCeHUE JcU3HEHHOI emKocmu Aeekux 0o 75 % om doanc-
Holl, 3HaUUMas decamypauus 8 nepuod cHa: uHoexkc deca-
mypauyuu 10 npu omuocumenvuoii Hopme 00 5) Hayama
HEeUHBA3UBHASI GEHMUNAYUS Ne2KUX 8 HOUHble uachl. [layu-
eHm npodoaxcun ambyramopHoe HabawOeHue y Heaponoea
1o Mecmy jcumenbcmed.

Ilpu monexyaspHo-eenemuyeckom ucciedoganuu y na-
yuenma obHapyxcena muccenc-mymauus L84V ¢ eemeposu-
2omHoMm cocmosiHuu 6 3k30He 4 eena SOD1 (puc. 2). B aume-
pamype enepevie danHas mymauyus onucana T. Siddique
ucoasm. ¢ 1994 2.6 CIIA[15] u M. Aoki u coagm. ¢ 1995 e.
6 Anonuu [16]. Dmo odna uz nemroeux mymayuii npu bBAC,
KOmopas accoyuuposana ¢ 4emxum KAUHUYeCcKUM gpeHomu-
nom 3a601e6anus: 0OMUHAHMHOE HACAeO08AHUE, 3N10KA1ECH-
6eHHoe meuenue, evicokas (noumu 100 %) nenempanmnocms
U 8ePOSMHAs C653b 603PACMA MAHUpecmauuu ¢ noaom (y auy,
JCEHCK020 NOAA CUMNIMOMbL MAHUDECTNUPYIOM 3HAYUMEAbHO
no3zace). Ecmo pabomet, coobuarouyue o gpeHomeHe aHmuyu-
nayuu npu Hacaredoganuu dannoil mymayuu [17].

Yepes 6 mec nocae KoHCyAbmMayuu pooCmeeHHUKU NAYU-
enma coobuuau o eco cmepmu. Taxum obpazom, drumens-
HOCMb meyenus 3a001e6aHUs 6 HaAWeM KAUHUYECKOM

Jfamily members at the time of the tree compilation is shown in italics. Asterisk indicates clinically healthy sisters of the proband, carriers of the L84V mutation

G GA G ACTT GG GCAATG

Puc. 2. @paemenm cukeenca, codepiucaujuii Mymayuro 6 3K30He 4 eena
SODI1. Cmpeakoii ykazana eemepo3ueomuas 3amena c¢.253T>G
(NM_000454.4), npusooswas K 3amene aMuHOKUCAOMbL ACUYUH HA GANUH
6 84-m nonoxcenuu beaxa SOD1

Fig. 2. Sequence fragment containing a mutation in the exon of the 4" SOD 1
gene. The arrow indicates a heterozygous substitution ¢.253T>G
(NM _000454.4) which results in amino acid residue leucin being substituted
by valine in the 84th position of the SOD 1
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Habawdenuu cocmasusa 1 eo0. Taxauce cmano uzeecmuo,
4mo @ smo duce 8pems 6 gospacme 57 nrem duaeno3 BAC 6vin
nocmaenen Mamepu nayuenma, OAUMeAbHOCHb 3a001e8aHUS
6 dannom cayuae cocmasuna 6 mec.

B nocaedyrowem 3a meouKo-eeHemu4eckum KOHCYAbmu-
poeaHuem oopamuaucy KAUHU4eckKy 300posvle cecmpol npo-
banda no mamepunckoil aunuu (37 u 27 nem) ¢ npocwooii
0 8bINONHEHUU 2eHEMUYECK020 MeCMUPOBAHUS 8 YeAsX NoU-
CcKa y HUX YKA3aHHOU MYMauyuu, npu 3mMoM U36eCHHO,
umo y cmapuieii cecmpul ecmb doub 8 go3pacme 7 nem (CM.
puc. 1). Hocae noonucanus ungopmuposannoeo coeracus
nposedena IHK-0uaenocmuka, npu komopoii y 06eux jceH-
WUH 8bla6AeHO Hocumenbcmeo mymayuu L4V é eemeposu-
2omuom cocmosinuu. Ilpu nosmopHoii ecmpeye u oenameHuu
pesyavmamos JITHK-ananuza scenwunam bvira npedocmas-
Aena credyruas noopobras uHGopmayus, C6A3aHHASL C He-
00HO3HAYHOCMbIO MPAKMOBKU OQHHbIX 2eHeMUUecKo20 me-
CMUPOBAHUS 8 IMOM KOHKPEMHOM cayuae:

*  caoxcHocmsb eenemuku BAC u omcymcmeue noaHoii
Y8epeHHOCmU 6 MOM, Mo OaHHOe 3a601e6aHue Y HUX
K0eda-Hubyob pazoevemcs, HeCMOMPS HA BbICOKYIO
NeHempaHmHOCMb GblAGAEHHOU Mymayuyu no 0aH-
HbIM AUmMepamypul (pUck 3a601e6anus He A6A5emcs
abCcoNOMHbIM);

* 6 CBA3U C MOAOOBIM BO3PACHOM KOHCYAbIMUPYEMbIX
U aymocomMHO-OOMUHAHMHbLIM MUNOM Hepedayu
Mymauuu 6 ux cembe pacckazaHo 0 603MOICHOCMU
npogederus: NPeUMNAAHMAYUOHHOL U NPEHAMANbHOI
JHK-0uaenocmuku é cayuae naaHuposauus obepe-
MeHHOCmell 8 Oy0yuiem, Hmo 2apanmupyem podxcoe-
Hue eeHemutecku 300p08020 NOMOMCMEA.

[loRNnuHUYecKoe MeuKo-reHemu4ecKoe KoHcynbmupoBaHue

npu GoxoBoM aMuompoiuyecKoM cKknepose

[Tpu mpoBeneHNM TOKIMHUYECKOTO MEIUKO-TeHETH -
YeCKOT0o KOHCYJIBTUPOBAHMST OCHOBOM TSI TPOTHO3a pas3-
BUTUSI KAaKOro-inbo 3aboseBaHusi, B ToM uucie BbAC,
SIBJISIETCS OLIEHKA poaocaoBHOM ceMbu. Heobxoarmo 3a-
MTOKYMEHTHUPOBATh KaK MUHMMYM 3 TIOKOJICHUSI C yKa3a-
H1eM Bcex ciydaeB BAC, 100HO-BUCOYHBIX U IPYTUX JIe-
MEHLMH, MapKUHCOHM3MA (3TU CUHIPOMEI MOTYT OBITH
acCOIMUPOBAHHBI C TIOPAXXEHNEM MOTOHEMPOHA), IICUXHA-
TPUUYECKUX PACCTPOMCTB 1 cirydaeB cynumna. Ha ocHoBa-
HUU 3TOTO B 3aBUCHMMOCTH OT HAJW4YUS OTSTOIICHHOTO
ceMeitHOro aHaMHe3a TpanuIIMOHHO Bee cirydan BAC ne-
JISTCS Ha 2 KaTeTOpMU: CEeMEiHbIe M CITOpaardecKue.
OueHb YacCTO KIMHULIMCTAMM HaJIMIME TEHETHIECKOM
MIPUYMHEI 3a00JIeBaHMS ITOIpa3yMeBaeTCsl MMEHHO B Ce-
MEMHBIX CJIyJasX, 9TO HEBEPHO, IOCKOJIBKY MYTaIluu
BO Bcex M3BecTHBIX reHax BAC mmeHTM)UIIMPOBAHBI
U y MMAIlMeHTOB 0e3 OYEeBMIHOIO CEMEHOro aHaMHe3a.
HexoTophble crielinaancThl IpeyIaraioT B Ka9eCcTBe aIbrep-
HATHBHOTO OIpee/ICHNS UCITOIb30BaTh TEPMUH «HACIIE-
ctBeHHBIN BAC» [18].

Cy1iecTByeT MHOTO MPWYMH, O KOTOPBIM CIydau
BAC, mmeromne reHeTHYEeCKYI0 OCHOBY, IPOSIBIISIIOTCS

Kak criopagndeckue. K HIM OTHOCSITCS: ayTOCOMHO-PE-
HECCUBHBI TUN HACJACHOBAaHUS (YTO TIPU HEOOJBIIOM
pasMepe ceMbH He JaeT BO3MOXKHOCTH BBISIBUTH HECKOJIb-
KO OOJIBHBIX CMOCOB), MyTalluu de novo, HU3Kasl TIeHe-
TPAHTHOCTh MYTAaHTHOTO T'¢Ha, CJIyJ4an JIOKHOTO OTIIOBCT-
Ba, OIIMOOYHAS] TTOCTAHOBKA JMArHo3a, paHHSS CMepTh
POICTBEHHUKOB 10 JAPYTMM IPUIMHAM, OTCYTCTBHE MH-
dopmanmm o cembe W Ap. Bce 3T0 MOXeT IMPUBOIUTH
K OITMOOYHOI OIIeHKEe TeHETUIECKOTO CTaTyca MpobaHIa
1 OCTAJIbHBIX YJICHOB CEMbH.

Hoxnuunyeckyo JHK-guarHocTuky u mMeauko-re-
HETUUYECKOe KOHCYJIBTHUPOBAHUE BBIIOIHSIIOT TOJIBKO
IIJISI COBEPIICHHOJICTHUX POACTBEHHUKOB | cTereHn pom-
CTBa MaIlMeHTa C YCTAHOBJICHHOM MyTaIlle ITOCIIe TTOIITH -
caHUsS MMM WHGOPMHPOBAHHOTO COTIJIachs. Y WICHOB
CEMbU, HAXOMSIIMXCS B TPYyIIe pUCKaA, MOTYT OBbITb pa3-
JINYHBIE OCHOBAHWS JISI MX BBHITTOJTHECHUS: YMEHBIINTH
YYBCTBO HEOIPEIACICHHOCTH, COCTABUTh MPUHIIAITNATE-
HbIe TUTAaHBI Ha Oymyllee, coeilaTh OCO3HAHHBIN BEIOOD
B IT0OJIb3y KOHKPETHOTO 00pa3a XU3HU, IIPUHSTH PeIIcHUE
o 1ianupoBanuu ceMbu. B 2016 . M. Benatar u coaBT.
MIPEUIOKMIA OCHOBHBIC TIPUHIIMITEI ¥ TTPAaKTUICCKHUE pPe-
KOMEHIALINU TSI TIPOBEICHUS TOKIMHNIECKOTO MEIUKO-
reHeT4ecKoro KoHcynsrupoBanus mpu BAC [19], koto-
pble OCHOBaHBI Ha YHHUKAJIbHOM OIIBITE T'PYIIIIBI
HEBPOJIOTOB, B TeueHue 8 et rnmpopoauBmmx JHK-nnar-
HOCTHKY M KOHCYJIFTUPOBaHWE KIMHUYECKH 3IOPOBBIX
POICTBEHHUKOB ITAIIMEHTOB ¢ ceMeitHbIMM (hopmamur BAC.
ABTOpPHI CIMTAIOT, YTO BECh MPOIECC PAOOTH B TAKUX Ce-
MBSIX JOJDKEH BKITIOYATh KaK MUHUMYM 2 WJIN 3 MEINKO-
TeHETUYCCKUX KOHCYJIBTAIINK (TIepel MIPUHATHEM pellle-
Hus, nepen BbimojdHeHueM [JHK-puarHoctuku, mocie
nonyyeHust pesynbrata JJHK-guarHoctukm), ykasbiBast
IIPX 3TOM, YTO IOITYCTAMO IIPOBEICHNE KOHCYIBTAIINU
1o TenedoHy. PekoMeHmoBaH MUHUMANTBHEIH (1 Hem) oT-
PE30K BpeMEHM MEXIY 1-i1 KOHCYNIBTaIllelt 1 IIPUHSITHEM
peieHus o BeinoaHeHuu JJHK-nunarHoctuku, Heodoxomam-
MBI UIST YCBOSHUS MH(GOPMALIMKA W IPUHITHAS 000CHO-
BaHHOTO pPEIICHUS.

OCHOBHBIE IPUHITUTIBI TPOBEAECHYS TOKJIIMHUYECKOTO
MeIVKO-TeHEeTUYeCKOro KoHcybTupoBanus mpu BAC [19]:

*  MEIWKO-TeHETHMYECKOE KOHCYJIBTHUPOBAHIE MOXKET
OBITb BBITIOJIHEHO TOJIBKO TSI COBEPLUIEHHOJIETHUX
pPOICTBEHHUKOB | cTemeHM poACTBa MallleHTa
C YCTAaHOBJIECHHOM MyTallUE;

*  TomIMcaHue TO0OPOBOJIHLHOTO MH(POPMUPOBAHHO-
TO COTJIaCHSI,

* JOJKHBI OBITh pa3bsICHEHBH O0OCHOBaHMSA
nns nposeneHus JAHK-nuarHoctuku, a Takxke
0003HaYCHBI €€ OTPAaHNICHUS;

*  OlIEHKa MCUXOCOLUUATbHON TOTOBHOCTHU JJISI BbI-
TOJTHEHUS TAHHOTO TECTUPOBAHMS,

*  HeoOXomuMbl 2 WA 3 MEINKO-TeHETUYCCKUE
KOHCYJBTalluK (Tlepel TPUHSITAEM peIleHUs,
nepen nposeaeHreM JJHK-guarnoctuku, nocie
nosyuenus pesynsrata JJHK-mmaraoctukn);
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*  MUHMMAJIbHBI OTPE30K BPEMEHU MEXIY
1-i1 KOHCyabTallMEd W MPUHITUEM pELICHUS
o nipoBeneHuun JAHK-nuarHoctuku — 1 Hen;

* C YyYETOM YAAJEHHOCTUM HEKOTOPbIX PETMOHOB
1 OTPaHMYEHHOIO YMCa CIEUAINCTOB, 3aHUMA-
fommmxcs reHeTnkoii BAC, gomycTuMo TipoBee-
HHe KOHCY/IBTAINH 110 TeJie(hoHYy;

*  KOHCYJBTMPYEMOE JIMLIO B JIIOOOE BPEMSI MOXET
MPUHSTH pelieHre He BeinoaHATh JIHK-anarso-
CTUKY WJIM HE MOJYyYaThb €€ pe3yJIbTaThl;

*  pe3yJbTaThl TECTUPOBAHUS HE TOJKHBI COOOILAThH-
cs OpPYTrMM JuIlaM (BKJIIOYasl 4YJICHOB CEMBH)
0€3 MMCbMEHHOTO COTJIacUsl Julia, MPOLIEAIIeTO
TeCTUPOBAHUE.

HezaBucuMo oT xapakrepa IOKJIMHUYECKOTO reHETH -
YEeCKOT0 KOHCYJBTUPOBaHUS, y 00CIeIyeMOro AOJKHA
OBITb OLIEHEHA MCUXO0COLMalIbHAsi TOTOBHOCTb K MPOBEIe-
Huto tectupoBaHus. JIHK-guarHocTuky cieayer otiio-
XKUTb Y JIULL C TICUXMYECKMMM PACCTPONUCTBAMMU, 3J10YMO-
TpeOJISIOIMX TICUXOAKTUBHBIMY BEIIECTBAMM, UMEIOIIMX
CyMIMIATbHbIE HAKIOHHOCTH WJIM HE 00JadalolmnX 10-
CTAaTOYHON couMalibHOW moanepxkoii. Bo Bpems menu-
KO-T€HETUYECKOr0 KOHCYJBbTUPOBAHUS MTOJKHbBI OBITH
pa3bsicHeHbl 000CcHOBaHUS A5 rpoBeneHus JIHK-guar-
HOCTHKM, a TakKxKe 0003HaYeHbI ee orpaHuueHust. [Tono-
XuTeabHbIi pe3yabraT JIHK-auarHocTuku He ycTpaHsieT
HEONpPeNeIeHHOCTh OTHOCUTEIBHO OOJIBIIOTO KOJIMYECTBA
BOIPOCOB: O BO3pacTe Hayaja 00Jie3HU, 00 OXKMIAEMBbIX
CUMMTOMAaXx 1 1aXKe O TOM, pa30BbETCS JIM JaHHOE 3a00J1e-
BaHue BooOILIe. JomoJHUTEIbHO B Oecene HeoOXOaUMO
3aTPOHYTH TOT (PAKT, YTO B HACTOSIIIIEE BPEMS HE CYILIECT-
BYET JI0Ka3aHHBIX CIOCOOOB KOPPEKIIUU COCTOSIHUS 3/10-
pOBbs1, 00pa3a XMU3HU WU MEAULIMHCKUX BMEIIATEIbCTB,
KOTOpPBIE MOTJIM OBl YMEHBIIUTH pUCK pa3BuThst BAC.

Cy1iecTByeT onpeneacHHasT 00eCITOKOEHHOCTh B OT-
HOIIEHUM MPEAINOIaraeMoro MCUXOJ0rMYECKOro pucKa
IS JIWLL, TIOABEPTaOIIMXCS JOKIMHUYECKOMY F€HEeTUYEe-
CKOMY TECTUpOBaHU10. [T0 HEKOTOPBIM JaHHBIM, ISl HEM-
pojiereHepaTUBHbBIX 3a00JIEBaHWI MOBBIILIEHHBINA YPOBEHb
MepexXuBaHU IO MOBOAY pe3yJbTaTOB T€HETUYECKOTO
TECTUPOBAHMSI, MPOBOAMMOTO MOCJE MENUKO-TEHETUYE-
CKOTr'0 KOHCYJIETUPOBAHUS CPEAX YJICHOB I'PYIIIbl PUCKA,
SIBJIIETCSI BDEMEHHBIM M KIIMHUYECKN He3HaYnMbIM [20].
OnHaKo MCUXOJIOTUYECKUI Bpe TOKIIMHUIECKOTO TeHe-
THYECKOTO TeCTUPOBaHUA KOHKpeTHO st BAC He olleHN-
BaJICSI, a 9KCTPANOJUPOBAHUE BTUX JAHHBIX OT APYTUX
3a00/IeBaHUI ¢ y4yeToM ocoOeHHocTeil reHetukn BAC
MPEeNCTaBSIETCS 3aTPYAHUTEIbHBIM.

B onurcaHHOM KJIMHMYECKOM Cllydyae pOJCTBEHHUKU
nauueHTa ObUIM TPOMHAOPMUPOBAHBI JIeUalllUM BpauoM
0 BO3MOXHOCTHU TaKOro MCCIAEAO0BaHUSI MPU MOAYYEHUU
MOJIOXKUTEbHBIX PE3YJIbTaTOB MOJIEKYJISIPHO-TEHETHUYE-
CKOM AMarHocTuKy mamueHTa. CecTphbl malMeHTa 00pa-
TWJIMCh C JAaHHBIM BOIIPOCOM K Bpauyy-HEBpPOJOTY, Y KOTO-
poro HabJonaacs ux opar, uepes 6 Mec Iociie ero CMEepPTH.
Takxe M3BECTHO, YTO HE3adOJro OO0 3TOr0 yMepJja

WX MaTbh, UMEIOIIAs TTOAOOHBIN KIMHUYSCKUI ITHArHO3
(MOITeKyISIpHO-TeHeTUIeCKasl TMarHOCTHUKA HE BBITIOTHS -
nacek). IlepBass MeouKo-reHeTHYECKas KOHCYIbTAIIMS
(MOMEHT OOCYXIeHUS IPUHSTHUS PEIICHUSI) IIPOBOAIIACH
yIajJeHHO, TIOCKOJIBKY CEMbS ITPOXKMBACT B OTIAJICHHOM
oT MockBbl pernoHe. OKOHYATEJIPHOE PEIICHUE CECTPHI
MMaleHTa IPUHSIINA CITYCTsI MeCSII, B CBSI3U C YeM o0pa-
THINCH B CIIEIIUAIM3NPOBAHHOE JICUCOHOE YUPEXKICHUE
I CIadyd KPOBW U TIOAIMMCAaHUS MHOOPMUPOBAHHOTO
coracusl, riae ObUIM MOBTOPHO OOrOBOPEHBI BCE MOJOXKU-
TeJbHBIC ¥ OTPUIIATSIbHBIC MOMEHTHI BHITIOJTHEHUS TaH-
HO¥ ITMAaTrHOCTUKM (2-5 MeIUKO-TeHeTHIeCKast KOHCYIIhb-
taus). Yepes 3 Mec mmocie caaun aHaIM3a KPOBH B IIETISIX
obcyxaeHust pe3yasratoB JIHK-guarHoctrku Oblia rmpo-
BelleHa JTMIHO 3-51 MEINKO-TeHETUYeCKast KOHCYJIBTAIIMSI.
Takum 00pa3oM, B 3TOM KIIMHUIECKOM CIIydae Y KOHCYITb-
THPYEeMBbIX OBUIO MHOTO BPEeMEHU [JIST TIPUHSITUSI TIPOLIY-
MAaHHOTO B3BEIICHHOTO PEIICHUSI: OT MOMEHTA TTOTYICHUS
vH(pOpMALIMM O TAaHHOU BO3MOXHOCTU A0 MOMEHTA IO~
JIyIeHUSI Pe3yIbTaToB MPOIUIO okKojio 10 Mec, mepuon
MeXay 1-M 1 3-M MeIUKO-TeHeTHIESCKUMU KOHCYIIBTAPO-
BaHMSIMU COCTaBWI 4 Mec. BeposiTHee Bcero, CTUMYJIOM
I oOpaIIeHusT 3a JOKJIMHNIEeCKO KOHCYIIbTAIe ce-
cTep mpobaHma CTajla CMEpPTh MX MaTepH BCKOpE ITOCIIE
Opata, uMelollel MMOA0OHBIN AUArHO3, a TaKXKe MoTped-
HOCTb B IJITAaHMPOBAHUY POKICHUS 300POBBIX IeTEH B Oy-
JYIIEM.

ITo HamMM TaHHBIM, YaCTOTa OOPAIICHMI 32 TOKIIM-
HUYECKIM MEIUKO-TCHETUYSCKUM KOHCYJIBTUPOBAHUEM
cpeln poACTBEeHHMKOB mManneHToB ¢ BAC HebombIIad.
OmHako cieayeT 3aMeTUTh, 9YTO BOIIPOC O HACJIeAOBAaHUHI
3a00JIeBaHUS Bpady-HEBPOJIOTY 3aal0T MHOTHE, B CBSI3U
¢ moJrydeHreM MHMOpMAIIY TAKOTO POJIa M3 INTEPaTypHI,
MaIMeHTCKUX OpraHu3anmii, cetu MHaTepHeT 1 Ap. Takum
00pa3oM, YacTOTa 0OpaIIeHHUS 3a JOKIMHIICCKIM MEIH-
KO-T€HETUYECKUM KOHCYJIBTUPOBAaHUEM HAIIPSIMYIO 3aBH -
CHT OT TIPaBWIHBHOTO MH(MOPMHUPOBAHUS MALIMEHTA W €TI0
POICTBEHHMKOB O TIPUPOIE 3200 IeBaHS 1 pallIOHAIBHO-
CTH JAHHOTO HMccienoBaHMs. JIOKIMHUYECKOe METNKO-
TeHETUYeCKOe KOHCYJIBTHPOBAHUE BO3MOXKHO TOJBKO
B CUTYalIMSIX C BepU(PULIMPOBAHHBIM TeHETUICCKIM Bapy-
aHTOM Yy TALIMEHTa, YTO MOXET OOBSICHSITH HEOOJBIIOE
KOJIMYECTBO MOJI00HBIX OOpAILIeHUN.

Ha cerogHst cymiecTByeT LiedbIii psnm (pakTopoB,
Mo MPUYMHE KOTOPBIX BCE 4Yallle BO3HUKAET BOIPOC
o IHK-gnarnoctuke BAC kak cpean caMux KIIMHUYe-
CKM 300POBBIX POJACTBEHHMKOB IAaIlMEHTA, TaK U CPean
CHEeUAINCTOB, padOTAIONINX C TAKUMU CEMbSIMU. DTH-
MU (aKTOpaMU SIBJISIOTCS: TJIyOOKO MHBaJMIU3UPYIO-
Iast KIMHUYecKasi KapTHHa 3a00JIeBaHMsI, €T0 HEYKIIOH-
HO TPOTPECCHUPYIOIMINA THUIT TEYEHUSI, KOPOTKAas
MIPOIOJKUTEILHOCTh XKW3HU IOCJe MaHU(peCTallnu,
Ooonpmme (pUHAHCOBBIE M B3MOILMOHAIBHBIC 3aTPaThHI
YJICHOB CEMbH JUISI OOecTIeueHNST afeKBaTHOM MaJlina-
TUBHO ITOMOIIH MAIIACHTY, ITOCTOSHHO ITOSIBIISTFOIITHE -
cs1 HOBBIEe JaHHBIE B 0o0JlacTu TeHeTUKU BAC 1 nx jgo-
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CTYITHOCTh BHMMAHUWIO TallieHTa U POICTBEHHUKOB
(UaTepretr m ap.). Takum o6Gpa3oM, mpencTaBIsIeTCs
1Ieaeco00pa3HBIM O3HAKOMJICHHUE C 3TUMM PEKOMEHIa-
IUSIMU HE TOJIBKO METUIIMHCKMX TeHETUKOB, HO M Bpa-
Yyeil Opyrux CHelUaIbHOCTEH, OCYIIECTBIISIOMMNX II0-

KoH()IMKT HHTEpEeCOB. ABTOPHI 3aSIBIISIIOT 00 OTCYTCTBMU KOH(DIMKTA MHTEPECOB.
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HBIX METOJOB MOJEKYJISIPHOW MeIWIMHBI, BKII0Yas
TeHHYI0 Tepanuio [21].
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GoxoBoro aMmuompouyecKoro ckneposa
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O0Ha u3 3HaUUMbIX NPOO.AEM 8 OeOHMOA02UU — CINEeNeHb 0C8e00MACHHOCMU HeU3AeuUMbIX 00AbHbIX 0 ceoem duaeHo3e. /lannas mema caoic-
Ha U aKMyanvbHa, OHa 3ampazueaem 60NPOCyL IMUKU, NCUXOA02UU, NPABOGbIe U MEOUYUHCKUE ACNEKMbL.

B cmamve o6cyncoaromes nosoxcumenvioie u ompuyamensHole CMopoHbl ROAHO20 UHPOPMUPOBAHUS NAUUEHINOE 0 3a001e6aHUU OOK0BbIM
amuompoguueckum cKAepo3om u e2o pamarvHom ucxooe. Ilpugedernsl 2 KAUHUYECKUX CAYHAS, OMPAXCAOuwUe pasHole N00X00bl K SMOMY
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CMea NPUHUUNA OMKPbIMOCIU MeNCOY 8DAUOM U NAUUCHIOM.
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Deontological aspects of the amyotrophic lateral sclerosis
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One of the significant problems in deontology is the degree of awareness of terminally ill patients regarding the diagnosis and prognosis
of their disease. This topic is complex and relevant, it touches ethical and psychological, legal and medical aspects. The article discusses
the positive and negative aspects of fully informing patients with amyotrophic lateral sclerosis about the fatal diagnosis. There are 2 clinical

cases reflecting different approaches of this complex issue: full awareness and concealment of the diagnosis.

Key words: amyotrophic lateral sclerosis, motor neuron disease, incurable disease, awareness of patients

BsepeHue

Boxkosoit ammorpoduueckuii ckiepos (BAC) — ¢a-
TaJbHOE HeliponereHepaTUBHOE 3a00JIeBaHNE, pa3BUBAIO-
meecss B pe3ysbTaTe THOEIW IBUTATSIBHBIX HEHPOHOB
LIEHTPAJIbHOI HEPBHOM ccTeMbl. OCHOBHBIMM KIIMHIYE-
CKMMU MPU3HAKAMM SIBJISIIOTCS TTape3bl MBI KOHEUHO-
CTeH, TYJIOBUIIA, TJIOTKH, TOPTAHM U AbIXaTeIEHOM MYCKY-
nmatypel. OmHA M3 OCHOBHBIX MPUYMH CMEPTU OOJIBHBIX
BAC — mporpeccupyrolas npixateabHas HEIOCTaTOY-
HOCTh. CpemHssI IPOIOJIKUTETBHOCTD O0JIE3HU COCTABIISI-
et 2 roga 8 mec [1].

Tounsie manabsle o 3a6oxeBaemoct BAC B Poccun
IMoKa Hen3BeCTHBI. COTIacCHO MUPOBOI CTATHCTUKE CPeI-
Hs1s1 3a00eBaeMocTh BAC cocraBisier 1—3 HOBBIX ciydast
Ha 100 teic. HaceneHus B rof [2—4], B Poccuu ¢ yncieH-
HOCTBIO HaceJICHUS OKOJIO 147 MITH 9eJIOBEK 3TOT ITOKa-

3aresib MoxkeT mocturatb 1470—4410 HOBBIX CiydyaeB
B TOJ.

Bone3Hn pa3BuBaeTCs IpeuMyIIECTBEHHO B 3pEJIOM 1
TPYAOCIIOCOOHOM BO3pacCTe, YTO SIBJISIETCSI HE TOJIbKO 3Ha-
YMMOM MEOULIMHCKON, HO U COLMAJILHON MHpOOIEeMOId.
CoBpeMeHHbIE PEeKOMEHJALIMK M0 BEACHMIO MallMeHTOB
¢ BAC — 5T0 UCKITIOUNTETHLHO TTAJITMATUBHBIE MEPOITPUSI-
™ [5, 6], 4TO, HECOMHEHHO, OTPEAEISIET MEINILIMHCKYIO
¥ COILMATbHYIO 3HAUMMOCTD IIPOOJIEMBI.

[leonmonoruyecKue acnekmol uHgOPMUpPOBaHUA GONbHBIX

MeauuyHcKast A€OHTOJIOTHSI — KOMILIEKC MOPaJIbHO-
STUYECKUX U IIPABOBBIX HOPM, KOTOPBIMU JOJIKHBI PYKO-
BOACTBOBATbCS MEAULIMHCKIE PAOOTHUKH.

Cpeau poCCUMCKUX MPAKTUKYIOIIMX HEBPOJIOTOB HET
€[MHOIr0 MHEHUSI O HEOOXOAMMOCTH ITOJIHOTO MHMOPMU-
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poBanms maumeHToB ¢ BAC 0 mmarHose, HeCMOTpS
Ha BaXXHOCTP M aKTYaJIbHOCTB ITPOOJIEMBI KaK TSI OOJTBHBIX
W UX POICTBEHHUKOB, TaK U IUIST Bpadeii.

Ecmm B EBporne u CILA nmpuHSATO moapoOHO U3IaraTh
MMAIIMEHTY CBEICHMS O €T0 COCTOSTHMH 3I0POBBS, TO B Poc-
CHHM HET YEeTKMX aJITOPUTMOB, KaK CJIeIyeT IOCTYIIaTh
Bpayy B ITONOOHBIX cirydasix. Kak mpaBmito, Bpad IeicTBY-
€T IO CBOEMY JJUIYHOMY YCMOTPEHUIO WJIK B COOTBETCTBUU
C OOIIETIPUHSITON TAKTUKON KOHKPETHOTO METUITMHCKOTO
YUpEeXKICHUS.

B HexoTOpPHIX cTallMOHApax, pyKOBOICTBYSICH IMaTeP-
HaJIMCTCKOI MOIEIbI0O B3aMMOOTHOIIICHN Bpada 1 Ia-
IIMeHTa, JIWarHo3 cpaldy COoOOIMaeTCs WieHaM CEMbH.
PoncrBeHHMKY, ACUCTBYS W3 JIMIHBIX IIpeACTaBICHUI
0 TYMaHHOCTH, 9aCTO He PacKpPHIBAIOT ITOJTHYIO KapTUHY
0o0JIe3HM TTAIMEHTY. TeM caMbIM OHM OTHAJISTIOTCS OT HETO,
oITacasich MPSIMBIX BOIIPOCOB O O6ore3Hn. Hepenko matm-
€HT 3HaeT O CBOeM 3a00JIeBaHUY TOPA3I0 OOJIBIIIE, YeM IO~
TampIBaeTCs O CTETICHU ero MHMOPMUPOBAHHOCTU CEMBbSI.
MomyaHne pOTHBIX MOXET YCYTYOUTD MOJIOXKEHHE 0O0JIb-
HOTO, TIPUBECTH K OIIYIIICHUIO ONMHOYECTBA 1 HEBO3MOX-
HOCTH OOCYXAEHHUSI CYILECTBYIOIIMX MpobiaeM. MHorue
CEMBH B TAIBHEHIIIEM BBICKA3BIBAIOT COKAJICHNUE O OE3BO3-
BpaTHOM MOTEpe BPEMEHM B pe3yJIbTaTe HeIOCKa3aHHOCTH.

K coxanenuro, mo cmx IOp IOEUCTBYET CTEPEOTHII
0 TOM, 9TO COOOIIATh 00 UCTUHHOM IMArHO3¢ MAllMEHTY
He caenyeT. Tak 6bu10 TpuHATO B 50—80-€¢ romnl XX Beka
1 KacaJoCh B OCHOBHOM OHKOJIOTHMH, TIOCKOJIBKY B TO Bpe-
M OHKOJIOTMYECKIE 3a00JIeBaHUSI CUNTAIINCH HEU3JICUM -
MmbiMu [7]. T1o mpuYMHE TaKOro MoaxoJa HUKTO He MOT
OBITh YBEPEH, UTO 3HACT CBOI MICTUHHBIN muarHo3. [1arm-
€HTaM, HaIIpuMep, TOBOPYIIA O HAJTMIMH SI3BEHHO 00JIe3-
HU XeJIyaKa BMECTO paKa XeJlyoKa 1 0 TyOepKyie3e BMe-
CTO paKa JIeTKUX.

Kak ciemcTBue MpakKTUKU MIPOLIIBIX JIET, MTAIIACHTHI
MU ceiiyac oItacaroTcsi, YTO OT HUX CKPHIBAIOT HAJIW4YMe
daranpHOrO 3a00eBanud [8]. B Haleil mpakTuke BCTpe-
Yanuch 0OJbHBIE CITMHAJILHOM aMuoTpodueil, Bepredpo-
TeHHOU MUeJIoIaTheit, ¢ 100poKayeCTBeHHBIMU (paciim-
KYJISIASIMA U IPYTUMU CUHAPOMAaMU, KOTOPBIC CINTAIIH,
YTO OT HUX CKpBIBaloT nrarHo3 BAC.

MpaBoBbie acheKmbl

CormacHo ®enepaabHomy 3aKkoHy Ne 323 or 21.11.2011
(pen. ot 03.07.2016) «O6 ocHOBaxX OXpaHbI 30POBbs IPa-
xmaH B Poccuiickoit Menmepanmm», ctaTba 22, MyHKT 1
(C U3BMEHEHUSIMU U TOIMOJIHEHUSIMU, BCTYITUBIIUMU B CH-
a1y ¢ 03.10.2016) «Kaxablit *MeeT IpaBo MOJIYYUTh B J0-
CTYITHOM [IJIs1 HEro (popMe MMEIOLIYIOCS B MEAULIMHCKOI
OopraHu3aluy KHMOPMALIMIO O COCTOSIHUU CBOETO 310PO-
Bbsl, B TOM YMCJIE CBEACHHUS O Pe3y/IbraTaX MEAUIIMHCKOIO
00cJiefoBaHusI, HATMYMK 3a001eBaHusI, 00 YCTaHOBJICH-
HOM JIMarHo3¢ M O IIPOTHO3¢ pa3BUTHSI 3a00JI€BaHUS. .. ».

PykoBoacTBysich myHKTOM 1 cTaThu 22, Bpay A0JKEH
coo0LUTh MHGOPMALIMIO, HUYETO He CKpbiBas. OQHaKO
B TiyHKTe 3 cratbm 22 ckazaHo: <«WuHpopMaumsg

O COCTOSIHUY 3I0POBbSI HE MOXET OBITh TTPEeIOCTaBIIEHA
MaleHTy MPOTUB eTo Bosiu. B cydae HeGraronpusiTHOro
MPOTHO3a COOOIIATh O XapaKTepe OOJe3HU CIIeayeT B Jie-
JIMKATHOM (hopMe TpaKIaHWHY WJIH €T0 CYIIpyTy (Cympyre),
OTHOMY 13 OJIM3KMX POACTBEHHUKOB, ECJIU MTAIIUEHT HE 3a-
TIPETIJI COOOIIATh MM 00 3TOM M (MJI1) He OIpeaesvI MHOE
JINIIO0, KOTOPOMY JOJKHA OBITh MepeaHa Takast MH(popma-
ust». M3 3TOTO CllemyeT, YTO Bpad He HECET OTBETCTBEH-
HOCTH 32 HEUCITOJTHEHUE TIPEBIIYIIETO.

Monnas unopMupoBaHHOCMb NAUUEHMa: NpeuMywecmsa

U Hejlocmamgu

YrauBanue amarHosza OT OOJILHOro, 0e3yCJIOBHO,
VIIEMJISIET MpaBa yesioBeka. MHAMBUIYYM JIUILIAETCS Mpa-
Ba MPOXHWTh OCTABLIMECS MECSIbl M TOAbl TaK, KakK OH
XOTeJl Obl, 3aBEPILIUTb CBOM JieJia U BOILIOTUTh UIEU, BO3-
MOXHO, CIEIaTh CAaMO€ Ba>XKHOE B CBOEM >KU3HU.

B monb3y morHoro nHGOPMUPOBAaHMS AIIEHTAa O Ta-
KOM CMepTeJIbHOM IuarHo3e, Kak bAC, nmerorcs ciemy-
IO1I1€ CYLIECTBEHHbIE TOBO/IbI.

1. VYmpasneHue COOCTBEHHOMN XXU3HBIO:

* CIUIAaHMPOBATb MEPUON XU3HU C MaKCUMAaJIbHO
BO3MOXKHO¥ IBUTaTeJIbHOM aKTUBHOCTbBIO, UCTIONb-
30BaTh BPEMSsI, €CJIU COCTOSTHUE 3[0POBbSI TT03BO-
JISIET, [UTS1 peajiu3alii HAMEYEHHbIX IJTAHOB;

* pemmTh (PMHAHCOBBIC U FOPUINIECKIIE BOIIPOCHI;

* UMETb BO3MOXHOCTb BbIOpaTb, TAE€ YEJIOBEK
XOTeJ1 Obl YMEPETh.

2. MeauumHCKNE acTICKTHI:

* BOBMOXHOCTb T10JIy4aThb TCHUXOJOTMYECKYIO

U CIEUMATM3UPOBAHHYIO MEIULIMHCKYIO TIOMOIb
B IIEJISIX YITYUIIIEHUSIX Ka9eCTBa KU3HU (CHMIITO-
MaTudeckasi MeIMuKaMeHTO3Has U (pusnueckas
Teparnusl, TIaHOBasi raCTPOCTOMMS, UCTIOIb30Ba-
HHE aInapaToB HEWHBAa3WBHOI/MHBa3WBHOI
BEHTWJISILIAHY JICTKVX) VT OTKA3aThCS OT MaJUIia-
TUBHOU momonnu. [TauueHT, He obiamarouIuit
MTOTHOI MHGOpMaIMeil 0 TIPOrHo3e 3a00JieBa-
HUsI, HE MOXET CaMOCTOSITEJIbHO TPUHUMAThb
pelIeHus 0 MEAULIMHCKUX BMELIATEIbCTBAX;
BO3MOXHOCTb y4aCTBOBATb B KIMHUYECKUX UC-
CJIeIOBaHUSIX HOBBIX MPEINapaToB;
YMEHBIILIAETCsI YMCI0 HEOOOCHOBAHHBIX TOCMN-
Taau3aluii 1 MEAULIMHCKUX MAaHUMYJISLMIA (00-
cllefoBaHUl, TIpUeMa MEAMKAMEHTOB B KOHIIE
KU3HU) [9];
YXOAUT CTpax OT MpHUeMa CUMMIITOMATUYECKUX
MpenaparoB, CINOCOOHBIX BbI3BaTb MOOOYHBIE
3¢ deKTH B OTCPOYCHHBIM Itepuon (aHTHIE-
MPECCaHThI, HEHPOJIETITUKH).
3.  OTHOIIICHMS B CEMBE:
* MOSIBSIETCSI BO3MOXKHOCTD IMPUHSITUSI COBMECT-
HBIX PEIICHUN Ha CEMEMHOM COBETE;
* yJlydiiaeTcs obieHue ¢ 00JIbHBIM, BOSHUKAET
OoJibllle TOBEPUSI B OTHOLIEHUSIX C POAHBIMU,
KOTOPBIM 0O0JIbIIIE HE HYXKHO CKPbIBaTh MPaB.y;
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* YBEIMYMBAETCS TTOATOTOBIEHHOCTh K COOBITH-
SIM, C KOTOPHIMM MOXET BCTPETUTHCS CEMBbSI
B TIpoliecce TPOrpeccrpoBaHus 3a00IeBaHNsI,
u K cMeptH [9, 10].

OnHAaKO TaKXKe €CTh JOBOJBI B TTOJB3Y YTAUBAHMS -
arHo3a — BO3MOXKHBIE TIOCIEICTBHS TICUXOJIOTMIECKOTO
cTpecca (memnpeccust, yXyameHne (pU3NnIecKoro COCTOSHUS
00JIBHOTO Ha (hOHE AEMPECCUN U CAMOBHYIIEHUS, CYH-
LML),

B KIMHMYECKON MPAKTUKE MBI CTAIKMBAEMCS KaK
¢ IpUMepaMu TIOTHOM MHOOPMUPOBAHHOCTH MTAI[UEHTa
o nquarHose BAC, Tak 1 ¢ COKpPBITHEM OT HETO AUArHO3a
u aTtajapbHOro nporHosa. [IpuBoaum npuMepsl 2 Kiu-
HUYECKUX CJIydaeB, OTPaXaloIIMX pasHbEe MOIXOIBI
K 3TOMY CIIOXXHOMY BOIIPOCY ¥ JEMOHCTPUPYIOIINX TIpe-
MMYIIECTBA TIPUHIIMIIA OTKPBITOCTH MEXAY BPadoM
U TTALIEHTOM.

Knunuyeckui cnyvaii 1

Ilayuenmra /., 68 nem, 3abo01ena 6 8o3pacme 65 nem,
Koeda 6e3 8uduUMbIX NPUMUH NOSBUAACL CAAOOCMb 8 1e60ll
cmone. Cnycms 6 mec 6 pe3yabmame nadeHus 603HUK nepe-
A0Mm Kocmeti negotl cmonvt. Tlocae cHamus euncoeotl noesasku
crabocmo 6 neeoii cmone coxpausaace. Heaponozom 6 noau-
KAUHUKe Obla noCmaegneH OuaeHo3 KOMAPeCCUOHHO-UUeMU-
Yeckoll Hellponamuu 1e6020 mManodepy08020 Hepga. Tlayuen-
mKa noayuasa eumamunsl epynnel B, eil 6biau naznavensl
nevebHas Quuveckas Kyabmypa u gusuomepanus, 00HAKO
yayuueHuil He ommeuanoce. Yepes 9 mec om nauana nepavix
CUMNIMOMO8 NPUCOeOUHUAACH CA1AO0CMb 8 NPABOLL cmone.

IIpu obcredosanuu 6 cmayuoHape 8 He8pPOAOSUHECKOM
cmamyce @bulsiGAeHbl OU3APMPUSL, CHUJICEHUE 2A0MOUHbIX
pegaekcos, cumnmomsl oparbHozo asmomamusma. Cyxo-
JCUNBHBIE PeheKChbl ¢ PYK U HO2 8bICOKUE, C PACULUDEHHbIMU
30HaMU, namoaoeuyeckue Kucmegwle pegaexcol u pegaexc
Babunckoeo ¢ 2 cmopon. Mbiueurblii moHyc 6 pyKax He u3-
MeHeH, 8 Hoeax — nosvluieH no hupamuornomy muny. CHuice-
Ha cuna 08y2nagulx Mblidy naeya, paseubameneil naivyes
DYK, A200UdHbIX Mbluty, ceubameneil bedep do 3 6aninos;
cuna pazeubameneii cmon cnpasa — 2 baasa, caesa — 0;
cuna paszeubameneii naavyeé cmon — 0— I 6ain; ommeueHul
ampouu meakux mvluiy Kucmeil u 6edep, 8vipajiceHHbie
gacyukysayuu moiuy nieweéoeo nosca u pyk. Iloxodka
cnacmuko-napemuueckas. Ilo danubim cmumyasyuoHHoll
2NeKMPOMUOPAPUU BbIABAEHO CHUMNCEHUEe amnaumydst M-
omeemog npu mecmupoganuu Hepsos Hoe. llpu uccaedosa-
HUU U20AbYAMBIMU INEKMPOOaMU 0OHAPYICEHbL 2eHepPanU30-
BaHHble OeHepBAYUOHHblE UBMEHEHUsl 8 MblUYAX PYK U HOe,
yeeauveHue amnaumyosl U OAUMEAbHOCMU NOMEHUUAN08
dsuzamenvhbix edunuy. I1o daHHbIM MACHUMHO-PE30HAHCHOI
momoepaguu (MPT) 201081020 MO32a — cMewlanHHAs 3aMme-
cmumenvras eudpovegarus; MPT weiinoeo u noscHu4Ho-
Kpecmuy08020 omadenos NO360HOYHUKA — Ode2eHepamueHble
usmenenus (0cmeoxoHopo3, cnoHduaes, cNOHOUA0APMPO3,
npompy3uu mexncno3eonkossix ouckoe C5—C6, L3—L4,
L5-S1).

Ha ocnosanuu anamuesa, KAUHUKU U OGHHBIX UCCACO0-
saHuil 6vi1 nocmaener duaeno3 bAC. Jlewawuii epayv ungop-
MUpogan 601bHYI0 0 OuaeHo3e U HebAAONPUSIMHOM NPOCHO3E.
Tayuenmka npowna nosmoproe oocredosanue ¢ Uspaune,
2de duaeno3 Ovin noomeepxucoeH. B meuenue nocaedyroujux
2 nem HeoOHOKpamHo evlesdcara 3a epanuuy (Hcnanus,
Kumaii, Benepus) 6 yeasx mypusma u noceujeHus peadunu-
MAYUOHHBIX UEHMPOB8, CHAYAAA nepedsueascs ¢ MpoCHbio,
3amem 8 Kpecae-Koascke.

B meuenue 2 nem om momenma wxoucmamavuu bAC
CUMNMOMAMUKA NPOO0ANCANA HAPACMAMD. NOAGUAUCH CAA-
bocmb 6 pykax, napyuienue peuu u eromanus. bviia npoge-
0eHa NAAHO8ASL YPECKONCHASA IHOOCKONUUECKAsl 2aCMPOCMO-
musi. Cee00Hs nayueHmka noayuaem ObIXAMEAbHYIO
no0depicky (HeUHBA3UBHYIO 8EHMUAAYUIO Ne2KUX) O 4 HOUbIO
u 24 duem. Ilcuxonoe nepuodutecku KOHCYAbMUpyem nayi-
EHMKY Ha O0MY, ee MYc NOAYHAem NCUXO0A0SUHECKYIO NOMOUb
8 epynne noddepicku ons poocmeennuxos 6 Cayucoe nomouiu
at00sm ¢ BAC Accoyuayuu T”AOOPIH.

CocmasneHo 3aeeujanue, mMyxnc 601bHOU UMeem HOMapu-
ANbHO 3A6EPEHHYI0 008EPEHHOCMb HA NPaso noonucu. boaw-
Has HamepeHa Ipuou4ecky 0gpopmMums OmKa3 om peanuma-
UUOHHBIX MEPONPUSMUIL U MPAXeomoMUU 6 cay4ae 0Cmpoi
dbixamenvHoi HedoCMmamouHoCmu.

Knunuyeckui cnyyaii 2

Hayuenmra K., 3a6o0nena 6 6o3pacme 58 nem, koeda
NOSBUAUCH <HYBCHBO KOMA 8 20pAe» U OujyujeHue «OnycKka-
Hus Héba». Yepes 5 mec cmano mpyoHo evieosapusams He-
Komopule cro8a, peuv cmana muuie. B ceazu ¢ 6bicmpoim
npoepeccuposanuem CUMNMOMO8 20CRUMAAU3UPOBAHA 8 He-
8ponozuteckoe omoeneHue 00H020 U3 CMAYUOHAPO8 20poda
04 UCKAIOYeHUSI OCMPO20 HAPYUIeHUsI M03208020 KPOBO-
obpauienus.

Ilpu nocmynaenuu 6 Hegponoeuueckom cmamyce: ou3ap-
mpust, aghoHus, CHUMICEHUE 2A10MOUH020 pedhnekca, pehrexcol
0PANbHOO ABMOMAMU3MA, PuUOpuULIAYUL U 2pydble ampopuu
A3bIKA; BbICOKUE CYXO0JICUNbHbLE peghnekcyl ¢ pyK u Hoe. Mobi-
weyHblil MOHYC OUGQY3HO CHUNCEH, CUAA UCHHBIX MbLUUL —
3 6aana, pazeubameneil Kkucmu — 4 6aina; namonozu4ecKue
Kucmeavle pegprexcol. Ilo dannvim MPT eonognoeo mozea —
CMeWantas 3amecmumensHas suopoyeganus; no pe3ynbma-
mam MPT wetinoeo omdena no36oHOMHUKA — OeeeHepamueHo-
ducmpoguueckue uzmeHeHus, NPOMPY3UU MENCHO380HKOBbIX
duckoe C3—Thl. Ilpu snekmpomuoepaghuu ommeueHst nomeH-
yuansvl GacyuKyIayuil U nPU3HaKyu meKyu,eeo Heilpo2eHH020
npouyecca 8 MulUUAX, UHHEPBUPYEMbIX MOMOHEUPOHAMU
Ha ypoeHe cmeoaa 20108H020 M032a, WelH020 U NOACHUMHO20
ymoauenuil cnunHoeo mosea. Hapywenus npogedenus no mo-
MOPHbIM U CEHCOPHBbIM NepUupepusecKum Hepeam U KopeuwKkam
He ebisieneno. Huaenos: BAC. Ilo nacmosHuio myxca ouaeHos
U npoeHo3 60Ae3HU OM NAUUEHMKU OblAU CKPbLINbL.

Tlocae svinucku uz cmayuorHapa myic u30auposan 601b-
HYI0 OM KOHMAKMO8 ¢ 8pa4amu, OMKa3ancs om uHgpopmupo-
8aHUsL 0 ee COCMOSHUU nO menedony. Bnocaedcmeuu cmano
U36ECMHO, HMO CUMHMOMbL OblCMPO HNpOSPeccupos8ant
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¢ pasgumuem HapyuieHus ObIXaHus U 2A0MaHus, O0AbHAS
He M02Aa MPUHUMAMb NUWY 4Yepe3 pom, CMpeMUumenvro
YMeHbuanacy macca meaa. B cesasu c nozonum obpawernuem
K 8pauy eil 0bL10 OMKA3aHO 8 NPO8EOCHUU YPECKONCHOU FHOO-
CKORUYECKOU 2acmpoCmoOMUY U3-3a PUCKA ObIXAMEAbHbIX
Dpaccmpoiicme 80 8pemsi ONepamueHo20 emeuamenscmea [6].
Ilo3zxnce nauuenmka Ovina docmasneHa Opueadoil cKopol
nOMOWU 6 omaoeneHue PeaHuMayuu U UHMEeHCUBHOU mepanuu
¢ 0cmpoii ObiXamenbHol HedoCMamo4HOCMbI0, 20e ObLia NPo-
6edena ummybayus mpaxeu U HAAOINCEHA 2ACMPOCHOMA.
Yepes 2 mec nocae 20chumaniu3ayu NAYUeHmKa CKOH4anac
6 omoeaeHUU PeaHUMAYUU U UHMEHCUBHOU Mepanuy om éHy-
MPUOONLHUUHOT NHEEMOHU.

06cyxneHue

Kak BugHO 13 1-ro mpeacTaBieHHOTO HaOIIOAEHMS,
paHHee MHOOPMUPOBaHME OOIILHOM O MPOTHO3€ TeUECHUS
00JIE3HM TTO3BOJIMIIO €il TTPUHATH B3BEIIEHHOE pellleHune
00 00beMe MEeIUIIMHCKONM TTOMOIIM, YperyaupoBaTh Bce
opugueckue Bompockl. Bo 2-M ciydae cyrpyr B3s
Ha cebs OTBETCTBEHHOCTh B OTHOIIIEHUHU 3[0POBbs a1~
eHTku. KoHeuHo, 1 B ctydae IMOJITHOTO MH(POPMUPOBAHUS
MalMEHT MOXKET caM OTKa3aThCs OT MAJIJIMaTUBHOM ITOMO-
11, ¥ TOTJAa JajibHeIee pa3BUTHE COOBITUI MOXET Ha-
MOMWHATD 2-11 cIyJaii.

OTKpBITOE OOCYXIEeHWE MPOrHo3a 00JIe3HW BpayoM
¥ MIALIMEHTOM ITO3BOJISIET JAaTh BpeMsI JUIST pa3MbIIJICHUWIA,
TUTAHUPOBAaHUST 00beMa METUIIMHCKO ITOMOIIM, CIIOCOOOB
VIIY4IIEHUs KauyecTBa XU3HU OOJIbHOTO MPU IPOTPECCU-
poBaHUY 3a00J1eBaHUSI. DTOT ITOAXOM CITOCOOCTBYET CHU-
JKEHMIO CTpaxa v TPEBOTU Tepe IpSIAyLIUMUA COOBITUSIMU
1 Hen30eXHBIM (paTaTbHBIM MCXOAOM, MO3BOJISIET YIIyd-
IIUTH TICUXOJIOTUYECKYIO OOCTAHOBKY U TTOBBICUTH JOBE-
pue B cembe [11, 12].

3akniouenue

[Mpo6rema mHGOPMUPOBAHUS ITAIIIEHTA O CMEPTEhb-
HOI1 60JIe3HU KpaiiHe CJIOXHA 1 aKTyallbHa, TaK Kak 3aTpa-
TMBAeT BOMPOCHI 3TUKHU U TICUXOJIOTUH, TPABOBbIE U MEIU-
LUHCKUE acleKThl. TeMa WMHOOPMUPOBAHUS OOJIBHBIX
0 daTagbHOM IUWArHO3¢ OCTACTCS MUCKYTaOeJIbHOIM,
YTO OTYACTU OMPEAENSETCS POCCUMCKUM MEHTAIMTETOM
U OIBITOM MPOIIUIBIX JIET, & TAKXKE OTCYTCTBUEM KOHCEH-
cyca cpey CelualiucTOB.

Ceromnsa B Poccnu HeT emmHOTO cTaHAapTa, KOTOPBIM
Bpay MOT Obl pyKOBOJICTBOBAThLCS MPY COOOILIEHUM AL~
€HTY 0 HeusJieunmoit 6ose3Hu. bonee Toro, ata mpobdiema
MPAKTUYECKU HE 00CYXIaeTcsl B IporpaMmax o0y4eHust
MEIULIMHCKHUX paOOTHUKOB.

Jlnst OONBIIMHCTBA Bpayell MPUBBIYHON MPaKTUKON
SIBJISIETCSl TOCTUXKEHUE BBI3NOPOBICHUSI WU PEMUCCUU
MpU XpOHUUYECKUX Oosie3HsaX. Korna crieiaiucTtbl cTai-
KHBAIOTCS C HEYKJIOHHO MPOTPEeCCUPYIOMMNM (paTaTbHBIM
3a00J1eBaHKUEM, 110 BMOJHE MOHATHBIM MPUYMHAM BO3HU-
KaloT MICUXOJIOTMYECKUE TPYAHOCTH, CBSI3aHHBIE C OLLYILIE-
HUeM O6EeCITOMOILIHOCTHY Bpaya nepea TSKea0i 0071€3HblI0.
IlocnenHee 0OGCTOATENBCTBO CO3AAET CUTYyallMlO, Koraa
Bpauy cuyuTaer 6oJiee MPpUEMIEMbIM OKPBLIUTh OOJBLHOTO
HaAEeXIO0U Ha BbI3NOPOBIEHUE, YeM MH(POPMUPOBATH €TO
0 HECOCTOSITeJIBHOCTH MEIUIIMHEI B JaHHOM citydae. Cie-
JIyET OTMETUTD, UYTO HUKTO HE BMPABE PELIaTh 3a O0OJIBHOTO,
KaKoit 00beM MH(pOPMAITK OH IOJLKEH TTOJIyJIaTh O CBOCH
00J1e3HU, J1I000M Ye0BeK JOKEH UMETh BBIOOP — 3HATh
WJIM HE 3HaTh CBOI MArHo3 1 MpOorHo3 3a00JeBaHusI.

BaxxHo yuuThiBaTh, YTO MHEHHUS CIIELMATUCTOB U Ma-
LIMEHTOB B OTHOLIEHUM WCMOJIb30BAaHUS MEAULIMHCKUX
TEXHOJIOTHI TIepen haTaJbHBIM MCXOIOM MOTYT pa3Jiv-
yaTtbes. [IproprUTEeTHBIM OCTAETCS TPU3HAHKME U YBaKEHUE
MHEHUS MalueHTa.
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Path of a patient with a rare diagnosis: regulatory documents and organization
of the process of treatment and diagnosis of an orphan disease in the Russian Federation

S.1. Kutsey
Research Center of Medical Genetics; 1 Moskvorech’e St., Moscow 115478, Russia

The main legislative document of the organization of medical care in the Russian Federation “On fundamental healthcare principles
in the Russian Federation” and points related to the rare (orphan) diseases are discussed. The organization of care, rules for managing a
federal registry of orphan diseases and routing of patients with main orphan nosological forms for which treatment is known are presented.

Key words: Federal law, health care, orphan disease, rare disease

BriepBrie TepMuH «opdhaHHBIC 00JIe3HN» (peaKue 3a-
boeBaHUS, «OOJIE3HM-CUPOTHI») TOSBIWICT B 1983 L
B CIIJA npu npuHATUM 3aKOHA 00 ophaHHBIX OONIE3HSIX.
Kak mpaBmito, pedsb UAeT O TSKEJTBIX XXNU3HEYTPOKAIOIINX
XPOHMYECKUX COCTOSTHUSIX, OOYCITOBICHHBIX TeHETHUECKI -
MU ITepeKTaMH M 9aCcTO TIPUBOISIINX K MHBATUAN3AIINN,
PE3KOMY CHIDKCHMIO KadecTBa M IIPOMOJLKUTEILHOCTU
XKN3HU NanueHTOB. CHUMIITOMBI MOTYT TIPOSIBISTHCS
KaK B paHHEM JETCTBE, TaK U BO B3POCIOM BO3pacTe.

Borpochl IMAarHOCTUKM M JICYCHUST PEIKUX 0oJie3-
Hell — BaXHasT MEIMKO-COIMAIbHASI 1 3KOHOMMUYECKasT
mpobiaema, TpeOyiomas KOMIUIEKCHOTO II0aX0za
KaK CO CTOPOHHI (peIepaIbHBIX U PETHOHAIBHBIX OPTaHOB
3aKOHOMATEIbHOM M WCHOJIHUTEIBHOM BIACTU, TaK
W CO CTOPOHBI HAyYHOTO COOOIIECTBa, OOIIECTBEHHBIX
OpraHu3alnii MaIMeHTOB, OJIATOTBOPUTEIIPHBIX OpTaHM-
3anuii. BaskHBIMM TTpo0IeMaMu SIBJISTIOTCST CBOEBpEMEHHAST
IMarHOCTHKA op(haHHBIX 00JIE3HE, OCBOCHHE CTICIINAITb-
HBIX TEHETUICCKUX METOIOB MCCIICIOBAHUS M o0ecIiede-
HUe uX nocTynmHocTy. [1o mTaHHBIM MEXITyHAPOIHBIX 9KC-
MePTHBIX coobiecTs, mid 325 n3 7000 CcylIecTBYIOIINX
PEIKNUX HO30JIOTUIECKUX (hOPM CETOIHS yKe pa3paboTaHO

crienprIecKoe MeINKaMEHTO3HOE JICUeHNE 1 TTIOCTOSTH-
HO BeIyTCSI MHTCHCUBHBIE MCCIICIOBAHMS IJIT APYTUX OP-
(aHHBIX OOJIE3HE.

BnepBrie B pOCCHIICKOM 3aKOHOMATEIBCTBE OIIPE-
neeHue oppaHHOro 3a601eBaHUs ObLTO 1aHO B Dene-
paabHOM 3aKoHe OoT 21.11.2011 Ne 323-d3 «O6 ocHOBax
OXpaHBI 300pOBbsS rpaxmaH B Poccwmiickoit ®Peme-
pamum».

B stom mokymeHTe penkume (opdaHHBIE) 0OJE3HH
OIIpENeNISIIOTCA KaK HMMEIOIINe pacipoCTpaHEHHOCTD
He Oospine 10 coydaeB 3aboneBanmsa Ha 100 TeIc. (Man
1 caygait Ha 10 THIC.) HacenaeHus. [1o pa3HBIM OILIEHKaM,
B Poccuu HacumThiBaercst 6osee 1,5 MiIH Ui, cTpagaio-
mMuX peakuMm Oose3HsIMH. OTCyTCTBHE 0O0JIee TOIHOM
CTaTUCTHUKM CBS3aHO C TEM, YTO CaMO MOHATHE OpdaHHO-
ro 3a001eBaHNS BBEJEHO COBCEM HeaaBHoO [1].

B Poccum peiictByer @emepanpHasi IporpamMMa
«7 B3H» (7 BBICOKO3aTpaTHBIX HO30JIOTHIA), COTJIACHO
KOTOPOM BBIACIISIIOTCS CPeACTBA Ha MPHOOpPETECHHE Jie-
KapCTB TS MAIIMeHTOB, CTPAIAIOIINX OTHUM U3 7 3a00J1e-
BaHUIA, TPEOYIOLINX TOPOTOCTOSIIEro iedueHnsI. CpencTsa
BBIIEJISIOTCS HAMpsIMylo U3 demepalibHOIO OI0mKeTa.
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ﬂeoumwzoeuttecxue np06/l€Mbl Hespoaoeuu

W3 7 Ho3o0ruii K yncity oppaHHBIX 00JI€3HE OTHOCSITCS:
reMopuansl, MyKOBHUCIIHIO3, THITO(GU3apHBIT HAHU3M
u 60s1e3Hb lome.

IIporpamma «7 B3H» oka3anach ymaqyHBIM IIPUMEPOM
JMOCTVKEHUS XOPOIIMX PE3Y/IBTaTOB MPU JICUCHUH TTaIl-
€HTOB C PeIKUMU OOJIC3HIMMU.

Kpowme toro, B 2012 r. [IpaButenbctBoM Poccun yr-
Bep:KIEH ITepedeHb KM3HEYTPOKAIOIINX U XPOHUIECKIX
MPOTpeccupyolnX peakux (ophaHHbIX) O0JIe3HEN, TPU-
BOJSIIMX K COKPAIEHUIO MPOAODKUTENBbHOCTU XU3HU
rpaXmaH WJIM WX WHBAJUIW3AINU, TPeACTaBICHHBIN
24 HO30JIOTUSIMU W pa3MEIICHHBI B OTKPBHITOM TOCTYIIC
Ha o(pUIINAIIFHOM MHTEPHET-TIOPTAJIe IIPaBOBOI MHGOP-
Mamum pravo.gov.ru (mamee — IlepedeHp 24 HO30JIOTHIA).
Taxcke ObITM yTBepKIeHBI TpaBmia BeaeHusts Memepainb-
HOTO PETUCTpa JIUII, CTPATAIOINX peAKUMU (OphaHHBIMI)
oonesasmu (IlocrtanoBnenmue IlpaBurenbcrBa Poccun
ot 26.04.2012 Ne 403 «O nopsnke BeaeHust PenepaabHOro
PETHCTpa JINII, CTPATAIOIINX KM3HESYTPOKAIOIINMU B XPO-
HUYECKVMH TIPOTPECCUPYIOINME PeaIKUMHU (OpdaHHBIMI)
3200JIeBAHUSIMH, TIPUBOISIIIMMY K COKPAIICHUTO ITPOI0I-
KUTEIPHOCTU XKWU3HM TpaxXmaH WA WX WHBAJIUIHOCTH,
1 €T0 PETUOHAIBHOTO CETMEHTA» ).

PerroHambHBIN CETMEHT BEICTCS YITOJTHOMOUYEHHBIMU
OpraHaMM MCTIOJIHUTEILHOM BJIACTH CyOBeKTOB Poccuii-
ckoit Peneparu 1 GOPMUPYETCS HA OCHOBAHUU CBEIC-
HUU O JUIAX, CTpagalommx 3a00JIeBaHUSIMHU, BKITIOUEH-
HBIMH B TIepeYeHb. OTU CBEIACHUS IIPEICTABIISIOTCS
B YIOJHOMOYEHHBIM OpraH MCIOJIHUTECIHHOM BIIACTU
TeppuTOpHaIbHOrO cyonekTa Poccuiickoit Memeparmu,
MecTa IIPOXUBAHMS YKa3aHHBIX JIUI] MEAUIIMHCKUMU OpP-
TaHU3ALUSIMUA, B KOTOPBIX 3TH JIMIIA TTOIYJIal0T MEIUITNH-
CKO€ 00CTYyXKMBaHKE, B TOM YKCIIC MEIUIIMHCKIMM Opra-
HU3AIUSIMM, Haxomsmmmucs B BeneHun demepaabHOTO
MEINKO-0MOJIOTUIECKOTo areHTCTBa ¥ PemepabHOi CITyXK-
OBI MCTTOJTHEHMST HaKa3aHWA. [TalmmeHTsI ¢ penKuMM 00J1e3-
HSIMM WCITBITHIBAIOT CEPhE3HBIC 3aTPYTHEHUS CO CBOE-
BPEMEHHBIM ITOATBEPXKICHWEM IWAarHO3a M IOCTYIIOM
K JleueHn10. OCHOBHBIC TIPOOJIEMBI, C KOTOPBIMH CETOIHS
CTaJIKMBAIOTCS TTAIIMECHTHI, CTPAIAIONINe PEIKIUMU 00J1e3-
HSIMM, 1 Bpaul, OKa3bIBaIOIINe UM JOCTYITHYIO, CBOEBpE-
MEHHYIO, 0€30TacHYI0 W KauyeCTBEHHYI0 MEIUIIMHCKYIO
MOMOILlb, CBSI3aHBI:

* ¢ HEIOCTATKOM Ka4eCTBEHHOW M HOCTYITHOM MH-
dbopmariinm o mopsiaKe MOIyIeHUS] METUITMHCKOMN
TTOMOIIY TS TAIIMEHTOB, CTPANAIOIINX PEIKIMMI
0O0JIe3HSIMU;

*  OrpaHMYCHHBIMU BO3MOXHOCTSIMHU TOUYHOM AMar-
HOCTUKM OOJBIIMHCTBA PEAKUX 3a0o0JIeBaHUI
Ha ypOBHE TIEPBUYHOTO 3B€HA U B CTAIIIOHAPHOM
CEerMEHTE perMOHAIBHBIX YUPEXKICHUI 31PaBOOX-
paHeHUS;

*  OTCYTCTBHEM CIIeIIMATN3NPOBAHHBIX OOpa30oBa-
TEJIbHBIX IIPOrPaMM IS Bpadeil, 0Ka3bIBAIOIINX
TIEPBUYHYIO MEINKO-CAaHUTAPHYIO TTOMOIIIb TTAlIH-
€HTaM C PeIKNMU 3a00JIcBaHUSIMU.

Ecnm y mammeHTa IMarHOCTUPOBAHO M JIAOOPATOPHO
MOATBEPXKICHO peaKoe TeHeTUYecKoe 3a0oJieBaHUE
n3 «7 B3H» nmn «Ilepeunst 24 HO30/I0TMN», OH JTOKEH
OBITh 3aHECEH B PerMOHANbHBIN cerMeHT (DenepaabHOTO
perrcTpa JIMII, CTPamaOIINX KU3HEYTPOXKAIOIITUMU U XPO-
Hgeckumu 3aboneBanusiMu ([Tocranosenne IpaBuTess-
crBa Poccun or 26.04.2012 Ne403 «O mopsiake BeneHUs
®enepanbHOTO PETHCTPA JINII, CTPATAIOIINX KM3HEYTPOKa-
OINMU ¥ XPOHUYECKUMH TIPOTPECCUPYIOIINMHI PEIKIMU
(ophanHBIMM) 320071€BaHUSIMA, TIPUBOISIINMHI K COKpa-
IIEHUIO TIPOIOLKUTETEHOCTH XXU3HM TpaXkIaH TN X WH-
BaJIMTHOCTH, ¥ €T0 PETMOHAIBHOTO CETMEHTA» ). DTOT 3Tall
SIBJISIETCST O0SI3aTeTbHBIM. 3a 3aHeCeHNe JAaHHBIX B PETUCTP
HECYT OTBETCTBEHHOCTh Ha3HAYCHHEBIE COTPYITHUKH JIedeO-
HO-TIPOGIIAKTUIECKOTO YUPEXKICHUS, TOC 3TOT MaIlleHT
TPOXMBAET U HAOMIOHaeTcs (CM. PUCYHOK).

B ciyyae HEBO3MOXHOCTU MPOBEACHUSI BpauyeOHOro
KOHCWJIyMa IT0 MECTY >KMUTEJIbCTBA MALEHTA ITO IPUYMHE
OTCYTCTBUS B IITATE JICUCOHO-ITPOGUIAKTUICCKOTO yIpe-
KICHUSI HEOOXOIMMBIX CTICIIAAIMCTOB MIN HEOOXOIMMOTO
000pyIOBaHMS, ITAIIMEHT MOXET OBITh HAaIlpaBJICH B CITe-
[MaIU3UPOBAHHEBIC OTIEICHMS MEIUIIMHCKON OpraHu3a-
nouu (HarpuMep, B OOJACTHYIO WM PECITyOIMKAHCKYIO
KIIMHUYIECKYIO OOJBHUILY) WX B APYTYIO MEIUIIMHCKYIO
OpTaHM3aINIo (HaIpuMep, heaeparbHbIN IIEHTP) IS pe-
IIEHUs BOIIPOCOB, CBSI3aHHBIX C COCTOSTHMEM €TI0 3I0PO-
BbSI, IMATHO30M, OIIpeAe/ICHEeM ITPOTHO3a M TAKTUKY €TO
JICYCHMSI.

Tocnuranu3anms malureHTa B IPYTyO MEIUITMHCKYIO
OpraHu3aIunio (HarpuMmep, (pemepaaTbHbBIN IEHTP) BO3MOX-
Ha KaK C HCITOJIb30BaHMEM PETHOHAIBHBIX KBOT, TaK
M 3a CYECT CPEICTB IPOrPaMMBbI BBHICOKOTEXHOJIOTUIHOM
MEIUITMHCKOM TTOMOIIIH.

ITocne 3aHeceHNs JAHHBIX ITAIIICHTA B pETMOHATBHBIIN
cerMeHT DemepabHOTO PETUCTPA W/ W TIOJTYISHUS IIPO-
TOKOJIa BpadeOHOoro KoHcunyma MenepaabHOTrO IIeHTpa
JIeUaliii Bpad MHUIIMMPYET MIPOBeIeHNE BpauyeOHOM KO-
MUCCHM TSI AMAaTHOCTUKY ¥ Ha3HAYCHUSI JIeKapCTBEHHBIX
npenapaToB Wi nocuenytomero geueHust ([Ipukaz Mu-
HUCTEPCTBA 3IPaBOOXPAHEHUS M COLIMAIBLHOTO Pa3BUTHS
Poccuut o1 05.05.2012 Ne 5021 «O06 yTBep>KIeHUY TTOPSII-
Ka CO3MaHUS U IeSITSIHbHOCTU BPaueOHOM KOMUCCUU ME-
TUIIMHCKOM OpraHU3aInu»).

ClenyommM 3TalloM SIBJIICTCS HAIIpaBJICHUE TOKY-
MEHTOB B PeTMOHAJIIBHOE YIIPABJICHUE 3IPaBOOXPAHCHMSI.
HaHHBI CIMCOK BKJIIOYAET CJICAYIONINE ITOKYMEHTHI:
MIPOTOKOJ 3aceIaHMsI BpaueOHOM KOMUCCHH, 3aKTI0UCHIE
BpayeOHOro KOHcwInyma (deaepaabHOro LieHTpa (eciun
TaKOBO€ HMMEETCS), 3aKIIOUeHUE METUKO-COIMATBHOU
9KCIEPTHU3HI (€CITM TAKOBOE MMEETCsI) M 3asIBKY Ha JieKap-
CTBEHHOE o0ecTieueHMe ITalieHTa.

B HeKOTOpPEBIX CiTydasix, €CJIM MallueHT CTpamaeT 3a00-
JIeBaHWEM, He BKJIIFOYCHHBIM B (heepabHYIO WIN PeTHO-
HaJIBHYIO IIPOrpaMMY TOCYIapCTBEHHBIX TApaHTH, HEO0-
XOIUMO TIPOBEICHNE MEOUKO-COIMATBLHON SKCIIEPTU3EI
C YCTaHOBJICHHMEM TPYITITHI MHBAJTUIHOCTH.
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Huhopmauusa

[lpw HanpaBneHnn CTaTbi B pefakLmio XypHana «HepBHO-MblLLeyHble 6one3Hu»
aBTOpaM HeobX0AMMO PyKOBOACTBOBATLCA CeYHLLMMI NPaBUAAMY, COCTaBNIEHHBIMIA
C yyetom «EAuHbIX TpeBoBaHuil K pyKonucaMm, NpeaocTaBAAeMbIM B 6MOMeAMLIMHCKIE
xypHanbl» (Uniform Requirements for Manuscripts Submitted to Biomedical Journals),
pazpaboTaHHbix MexzyHapoaHbIM KOMUTETOM PedakTopoB MeAULMHCKUX XypHanoB
(International Committee of Medical Journal Editors).

1. 06wue npaBuna

« (1atba B 0643aTeNbHOM NOPAAKE JOMKHA CONPOBOXAATLCA 0QULMANbHBIM
paspeLueHreM Ha ny6nnKaLmio, 3aBepeHHbIM NeyaTbio yupexxaeHns, B KOTo-
pom paboTaeT nepBblil B CncKe aBTop. [Tp1 NepBIYHOM HanpaBReH pyKo-
MUCY B PeaKLMIo B KOMUY 3NEKTPOHHOTO NUCbMA JOMKHBI ObITh YKa3aHbl Bce
aBTOPbI AaHHON cTaTbin. 06paTHYH (BA3b C peaaKLyeil byneT nopaepxuBatb
OTBETCTBEHHbIII aBTOP, 0603HaYeHHbI B CTaTbe (CM. NYHKT 2).

[lpencrasnexue B peakLmio paHee ony6NMKOBaHHDIX CTaTell He JOMyCKaeTCA.

2. 0¢opmneHue faHHbIX 0 CTaTbe U aBTOPaX

[lepBaa cTpaHuLa AONKHA COAePXaTb:

+ HazBaHue ctatbu.

« WHuumansi v damunum Beex aBTopoB.

+ Mecto paboTbl Kaxza0ro 13 aBTOPOB (aApec yupexAeHIa C yKasaHuem HAeKCA).

+ Apec 3neKTPOHHOI NOUTHI OTBETCTBEHHOTO 3 (BA3b aBTOpA.

MocneaHAA CTpaHMLA JOMKHa COfepXaTh:

« (BeeHuA 06 aBTope, OTBETCTBEHHOM 3a (BA3b C pefaKLyeil:

— Damunus, M, 0TYECTBO NONHOCTBHO.

— 3aHMMaemas JOMKHOCTb.

—YyeHan cTeneHb, yueHoe 3BaHue.

—[NepcoHanbhblit - MexpyHapopHbiii  uaenTudukatop ORCID  (noppobHee:
http://orcid.org/).

— NepcoHanbHblii npeHTuduKatop B PUHL| (noppobree: http://elibrary.ru/
projects/science_index/author_tutorial. asp).

— KoHTaKTHblii TenedoH.

— Pabounii agpec c ykasaHuem nHAeKca.

— AZipec aneKTpoOHHOI NoYTHI.

« (BefeHIA 0 KaX/0M U3 0CTaNbHbIX aBTOPOB (TaTby:

— Damunua, M, 0TYeCTBO NOSHOCTbH.

— 3aHUMaeMas I0MMKHOCTb.

— YueHad cTeneHb, yueHoe 3BaHue.

— Apec 3neKTpOHHOI NoYTbI.

3. 0dopmneHue TeKcTa

Cratbu npunumatotca B dopmare doc, docx, rtf.

LpudT — Times New Roman, pasmep 14, mexzaycTpouHbiii uxtepsan 1,5. Bce ctpa-
HULbI AOMKHBI ObITb MPOHYMEPOBaHbI.

4. Pesome

Ko Bcem BuAam ctateii Ha OTAENbHOI CTPaHNLiE JOMKHO ObITb MPUNOMKEHO pe3io-
Me Ha PyCCKOM 1 QHTAIACKOM (Mo BO3MOXHOCTY) A3blKax. Pe3tome AOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCUMO OT ee TeMaTuKu.

06bem pesiome — He 6onee 2500 3HaKOB, BK/KYaA npobenbl. Petome He LOMKHO
COAepXaTb CCbIKN Ha IUTepaTypHbIE MCTOYHUKM U UAMKOCTPATUBHDII MaTepuan.

Ha 370/ e CTpaHuLie NOMELLAKTCA KloyeBble (0B Ha PYCCKOM U aHTMMIACKOM
(no BO3MOXKHOCTM) A3bIKax B KonmuecTse oT 3 Ao 10.

5. 06bem cTareit (6e3 yueta unnioCTpaLMi v Cucka AuTepaTypb)

OpuruHanbHas ctatba — He 6onee 12 cTpanuy (66nbLunil 06bem fonyckaetca
B UHANBUAYANbHOM NMOPAJKE, N0 PELUEHNIO pefaKLmK).

OnucaHue KNMHNYECKNX CyyaeB — He Gonee 8 cTpaHuL.

0630p nuTepatypbl — He 6onee 20 cTpaHuL.

Kpatkue coo6LieHnsa u nucbma B pefakLmIo — 3 CTpaHuLbl.

6. CTpykTypa cTareii

OpuruHanbHas CTaTba JOMKHA COfEPaTh CleaytoLme pasgenbi:

- Beepenve.

« Lenn.

« Matepuanbl 1 MeTofbI.

« Pesynbrarbl.

« 06cyxneHue.

- 3aKntoueHue (BbIBOAbI).

+ KoHGnuKkT nntepecos (cm. nyHkT 10).

+ WHdopmauna o puHaHpoBaHM:

—[Tpu Hanuuuu GuHAHCUPOBAHMA UCCNESOBAHINA — YKA3aTb €ro UCTOYHNK
(rpaHTuT. 4.).

—Ilpu oTcyTcTBUM YyKa3aTh: «MccnefoBaHmMe He UMENO CMOHCOPCKON MOA-
AEPXKKM».
- bnarogapHoctin (pa3pen He ABNAeTCA 0643aTeNbHbIM).

7. UnniocTpaTuBHBIN MaTepuan

VnniocTpaTUBHBIM MaTepuanom ABAAKTCA GoTorpadum, pUCYHKM, Cxembl, rpadu-
Ki, fMarpammbl, Tabauubl.

VinniocTpaTuBHbIN MaTepuan AoMmKeH ObITb NpeCTaBeH B BUAE OTAENbHbIX (aii-
0B 11 He GurypupoBaTb B TeKcTe cTaTby. [laHHble Tabau He AOMKHbI NOBTOPATL AdH-
Hble PUCYHKOB 1 TeKCTa 1 Ha060pOT.

Oororpadum npesctaBnawtca B dopmate TIFF, JPG, C(MYK ¢ paspeweHuem
He MeHee 300 dpi (Touek Ha Atoiim).

PucyHku, rpagukm, cxembl, Anarpammbl npefctaBasiTca B popmare EPS
Adobe lllustrator 7.0—10.0 unn Office Excel.

Bce prcyHKM 0mKHbI 6bITb MPOHYMEPOBaHbI 1 CHabeHbl NOAPUCYHOUHBIMY NOAMN-
camu. OparmeHTbI pucyHKa 0603HauakoTCA CTPOUHBIMI ByKBaMI PyCcKoro andaBuTa — «a,
«6» N'T. 1. Bce coKpaLLieHus, 0003HaueHus B Bz KpUBbIX, GYKB, LGP U T. ., NCMONb30BaH-
Hble Ha PUCYHKe, AOMKHbI ObITb paciLMppoBaHbI B NoApUCyHOuHoi noanucn. Moanua K pu-
CyHKaM JatoTCA Ha OTANbHOM JINCTE NOCAE TeKCTa CTaTbi B OAHOM C Hedi daiine.

Ta6nuubl J0MmKHbI ObITb HAMAZHBIMU, MMETb Ha3BaHUe U NOPALKOBbIA HOMeP.
3aronoBky rpad LOMKHbI COOTBETCTBOBATD WX COAEPaHUH0. Bce CoKpalLeHuna paclumd-
POBbIBAKOTCA B NpUMeYaHm K Tabauue.

8. EauHuLbI M3MepeHna 1 coKpalleHns

Enuknubl nsmepena gattca B MexayHapoaHoii cucteme egunny (CH).

CokpaLuieHna CnoB He Jonyckalotca, kpome o6LienpuHATbIX. Bce ab6peBuatypbl
B TeKCTe CTaTbil AOMKHbI ObITb MOMHOCTHH PaclMGPOBAHBI NPY NEPBOM YNOMUHAHUM.
Hanpumep, HepBHo-MblweyHble 6one3nu (HMB).

9. CnucoK nuTeparypbi

Ha cnepytoweii cTpaHuLie Nocie TeKCTa CTaTbi JOMKEH pacnonaratbea Cnucok
LMTMpYeMOil INTepaTypbl.

JnTepatypa NpUBOANTCA B NOPAAKE LNTUPOBAHUA. BCe MCTOUHNKI AOMXKHDI ObITb
MpOHyMepOBaHbI, HyMepaLya 0CyLLeCTBAAETCA CTPOO N0 Mepe LMTUPOBAHUA B TeKCTe
CTaTby, HO He B andaBuUTHOM nopazKe. Bee cCblnKi Ha UCTOYHUKI UTEPATYPbI B TEKCTE
(TaTby NEYaTaloTcA apadckumu Ludpamu B KBaApaTHbIX ckobkax (Hanpumep, [51). Ko-
NINYECTBO LUTUPYeMbIX PaboT: XenaTeNbHo B OPUrMHaNbHbIX CTaTbAX He Bonee 2025
UCTOYHNKOB, B 0630pax nuTepatypbl — He Gonee 60.

(CcblnKN JOMKHbI AaBATbCA HA NEPBOUCTOYHMKY U He LIUTMPOBATb 0AUH 0630p, rae
OHY YNOMAHYTbI.

(CbInKN Ha Te3ncbl BO3MOXKHBI UCKMIOUUTENBHO Ha 3apybexHble U3faHua, ony-
ON1MKOBAHHbIE HA AHTANICKOM A3bIKe.

Ccolnkn Ha aBTopedepaTbl AuccepTaumii, HeonybankoBaHHble paboTbl, a Takke
Ha laHHble, NONyYeHHbIe U3 UHTEPHETa, He 0Ny CKakTCA.

(CoINKN Ha WCTOYHMKM NNTEpaTypbl AOMKHbI BbiTb 0dOPMAEHbI CleayoLmm
obpazom.

[InA Kaxporo UCTOYHMKA HEOBX0AMMO yKa3aTb: Gamunv U MHULMANbI ABTOPOB
(ecnu aBTOpOB Gonee 4, yka3blBaloTcA nepBble 3 aBTOPa, 3aTeM CTaBUTCA « Ap.» B PyC-
CKOM Unm “et al.” B aHIMACKOM TeKcTe).

06a3atenbHbIM AnA cTateli ABNAETCA yKazaHue uHaekcos DOl u PMID (yHukans-
Hblii Ko cTatbu B PubMed) npu ux Hanuuum.

ABTOpbI LMTUPYEMbIX UCTOYHUKOB AOMKHBI ObITb YKa3aHbl B TOM Xe nopaake,
4TO 11 B NEPBONCTOUHMKE.

10. KoHNMKT nHTepecoB

B KoHLe cTaTbi Heo6Xod4MO YKa3aTb HanuuMe KOHGANKTA MHTEPECOB ANA BCex
aBTOPOB. B cnyyae oTcyTCTBIA KOHGNMKTA MHTEPECOB B KOHLIE CTaTbU CNefiyeT KOHCTa-
TUPOBaATb CepylolLiee: «ABTOPbI 3aABNAIOT 06 OTCYTCTBUN KOHPANKTA MHTEPECOBY.

(raTby, He COOTBETCTBYIOLME JAHHBIM TPE6OBAHUAM, K PaCCMOTPEHNIO
He NPUHNMAIOTCA.

06wme nonoxeHus:

« Pacemotpenme cTatbit Ha npeameT ny6MKaLMI 3aHUIMAET He MeHee 8 Hefjienb.

« Bce noctynatowyye cTatby peueH3upytoTca. PelieH3usa ABNAETCA aHOHUMHOIA.

« Pepakuua octaBnaeT 3a coboil NpaBo Ha pefakTUPOBaHHe CTaTel, PefCcTaB-
NEHHbIX K nybnunkauum.

« Pepakuua He npefocTaBnAeT aBTOPCKME IK3eMNAAPbI XypHana. Homep xyp-
Hana MOXHO NONyYUTb Ha 061X OCHOBAHUAX (CM. MHDOPMALIMK Ha cailTe).

Marepuanbi ans ny6nukaumum npuHnmatotca no appecy info@neuromuscular.ru
cnomeTkoii «QTBeTcTBeHHOMY cekpeTapio. [lybnukauna 8 HVb».

Monnas Bepcua Tpe6oBaHMIn NpeACTaBNEHa Ha cailTe XypHana.



