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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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MmuacTeHusT SIBIIIETCS OMHUM W3 HambOoJjiee pacIipo-
CTpaHEHHBIX ¥ KTMHUIECKH XOPOIIIO N3YIeHHBIX ayTONM-
MYHHBIX HEPBHO-MBIIIIEYHBIX 3a00JIcBaHNUI, B TTATOTCHE3¢
KOTOPOTO MTPAET POJIb COCTOSTHME BWJIOYKOBOM KEJIE3BI
[1]. MuacTeHuss MOXeT MmopaxaTh JIIOAel pa3HOTO MoJja
1 BO3pacTa, MK 3a00JIeBaMOCTY IIPUXOIUTCS Ha BO3PACT
20—40 JreT, >XeHIIMHBI 6oseloT vamie. [Iporpeccupyronimit
XapakTep 3a00JIeBaHMS, 3aTPYIHEHUSI B TMarHOCTUKE Ha
HavaJIbHBIX 3Talax OOJIe3HM, Pa3BUTHE TSKEJIBIX IBUTA-
TEJIbHBIX PACCTPOMCTB U YTPOXKAIOIINX IIJIST XKU3HU HAPY-

LIEHWI ObIXaHWS U [JIOTaHUsI, a TAKXKe PEe3UCTEHTHOCTh
K UIMMYHOCYIIPECCUBHOM TepaIruy, BOSHUKAIOLIAS Y YaCTH
MalLXEHTOB, OIPEICISIOT OOJIbIIYI0 MEIUIIMHCKYIO 3Ha-
YUMOCTb IIPOOJIEMBI.

HecMmotpg Ha 6051ee yem 300-JIeTHIOI UCTOPUIO U3yde-
HUSI MUACTEHUH, SITUAEMUOIOIMYECKIE ACIIEKThI 3a001e-
BaHUSI OCTAIOTCSI 10 CUX IOP HEAOCTATOYHO U3YYEHHBIMMU.
HemHorouuncieHHbIE SMUAEMUOIOTMUECKUE UCCIISI0BAHMS
3TOI NATOJIOTMK B Pa3TMYHbBIX pernoHax Poccun qeMoHCTpy-
PYIOT POTUBOPEYMBBIE I0KA3ATEIM PACIIPOCTPAHEHHOCTH
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u 3abosieBaeMOCTH MuacTeHuel. [1o maHHBIM pa3HBIX
aBTOPOB, PACIIPOCTPAaHEHHOCTh MUACTCHUH B MUPE Baph-
upyet ot 2,17 mo 32,0 Ha 100 TBIC. HacemeHUs1. HeomHo-
POIHOCTH SMUACMUOJOTHUCCKHNX MOKa3aTeIeil B MCCie-
IOBaHUSX, ITO-BUIMMOMY, CBSI3aHA C reorpamIecKuMM
OCOOCHHOCTSIMM PETMOHOB, Pa3IMUHBIMU BPEMEHHBIMU
IIepHOIAMH Y METOIOJIOTHEH MCCIICIOBAHMIA.

[IpuHMMaThL BO BHUMaHMe 3a00JI€BA€MOCTh U pac-
MIPOCTPAaHEHHOCTh MHUACTEHNH BaXKHO 1 110 SKOHOMMYE -
CKHMM COOOpaXeHUIM, TaK KaK JOJTOCPOYHOE JICYCHHUE,
MMEPUOINICCKIE TOCITUTANIN3AINN, CHIKEHIEe paboTo-
CITIOCOOHOCTH, a TaKXe WHBAJWIM3AIMs IMAallMeHTOB
HECOMHEHHO SBJISTIOTCS 3HAYMMBIM ITYHKTOM 3aTpaT IS
bromxeTa 3apaBooxpaHeHUsI. OnyOJIMKOBaHHBIE Ha Ce-
TONHSIIHUN IeHb NaHHBIE HAVISIAHO WJLTIOCTPHUPYIOT,
YTO MHUACTeHMSI — BBICOKO3aTpaTHas Ho3ojorus. Tak,
CpeIHEerogoBO#l pacxold Ha JieYeHHE MTAllMeHTOB C MUa-
creHueii B CIIIA B mepuon ¢ 2008 mo 2010 . coctaBun
24 988 moyumapoB Ha 1 maumeHTa. OOIIMe €XeTOIHbIE
3aTpaThl HAa MEIMKAMEHTO3HYIO Tepalni0 MHUACTCHUU
cocTaBwiIn 9,4 MJIH 10JJIapOB, U3 KOTOPHIX 85 % mpuxo-
JIVJIOCH Ha BHYTPpUBEHHBIE UMMYHOTTIOOYIUHGEI [2]. Takum
00pa3oM, SIMUACMHUOJOTNUECCKIE NCCICI0BaHMsI, KOTO-
phIe YK€ OKOHUYEHBI MU OyOyT IMPOBEACHHI B OyayIIeM
ITOJIC3HBI HE TOJILKO IJISI HAyKW, HO U IJIS OpTaHU 3NN
OKa3aHWs MEIUIIMHCKOMN ITOMOIIN TaKUM ITallieHTaM.

B 0630pe npeacTaBaeHbI 5 3NMUAEMHAOJOTMYECKUX UC-
CJIeIOBaHWI MUACTEHNU, TIpOBeieHHBIX B Poccnm, u 14 —
B CTpaHaX OJMKHEro M JaJTbHEro 3apy0exkbs 3a IePUOI
¢ 1942 mo 2016 . [3—21]. HccaenoBaHusi OTIMYAIUCH
10 cTI0co0y cOopa nH(OPMaLMK O MAIMEHTaX C YCTAHOB-
JICHHBIM JUAarHO30M MHUACTeHHH. VICITOMh30BaINCh apXUB-
HBbIe TaHHBIC HEBPOJOTHMUCCKMNX OTIEJCHUI, JTaHHBIC pe-
TUCTPOB MHMACTCHUYCCKUX IICHTPOB, HAIIMOHAJIbHBIC
SJIEKTPOHHBIC PETUCTPHI, 0a3bl JAHHBIX IO Ha3HAYCHUIO
MUPpUAOCTUTMUHA. Bo Bcex MccmemoBaHMSIX M3YJaIUCh
TaKWe SMUIESMHUOJIOTUIeCKIEe IToKa3aTeln, KaK pacIpo-
CTPaHEHHOCTh M 3a00J1eBa€MOCTh, HEKOTOPHIC aBTOPBI
TaKKe yIe/ISIIM BHUMaHKe TeHACPHOMY aHaIu3y (BO3pacT
nebioTa, 3a00J1eBaeMOCTh Y MY>KUMH 1 XKEeHITMH). B omHOM
WCCIIEIOBAHUN WM3YyYalld PacIpOCTPaHEHHOCTh M 3a00-
JIEBAEMOCTb TOJBKO CEPOMO3UTHUBHON MumacTeHueu [3].
CBomHbIe JaHHBIE TIPEICTABIICHBI B TAOJIHIIE.

Kak BumgHO 13 TaOIMIIBI, N3yYeHUE TIOKa3aTeIei 31T -
JIEMHUOJIOTUA MAACTEHUH OBLIO IIPOBEICHO JINIIb B 5 pe-
ruoHax Poccuu: B KpacHomapckom u KpacHosipckom
Kpasx, MockoBckoii, Camapckoii n JIeHUHTpagcKoi 00-
JacTsaX. B Mupe momoOHOro poma MCCIeI0BaHUS TaKXkKe
HEMHOTOUMCJICHHBI M OBUIM IIPOBEACHBI B OTICIHHBIX
cTpaHax OJIMKHEro M JajibHero 3apyoexns — bemapycu,
Ounnauoum, I[petyn, Jannm, Hopsernu, CrioBakun, Ka-
HaJle M1 HEKOTOPBIX IPYTHUX.

CornacHO TaHHBIM MCCJIEIOBaHUI 3a00J1€BaeMOCTh
MuacTeHuel Bapbuposaia ot 0,22 1o 2,8 Ha 100 TbIC. Ha-
cenenus B rof [3—16, 18—21], a pacipocTpaHEHHOCTD —
ot 2,17 go 32,0 na 100 TeIc. HacemeHus [3—13, 15-21].

[Ipu 3TOM OYEBHMIEH HE TOJIBKO pa3dpoc IoKazaTesel,
HO M TEHIEHIIUS K POCTY 3a00JIeBaeMOCTH MHACTCHUEH
B TeueHUe nociaeauux 10—15 ner. Tak, B mepuon ¢ 1942
o 2000 . 3a0601eBaeMOCTh MUACTEHUEN B MUPE COCTaBMIa
ot 0,22 10 0,74 Ha 100 TbIC. Hacenmenud Brox [3, 7, 10—12],
¢ 2000 . oHa cTana BbeIlie M Kojiebanmack oT 0,34 mo 2,8
Ha 100 Teic. Hacenenus [4—6, 8, 9, 13—16, 18—21].

CroJb IMPOKUIA pa3dpoc IoKa3aTeieit 3adoaeBacMo-
CTHU, TIO-BUAMMOMY, CBS3aH CO CITOCOO0aMU 0TOOpa malu-
€HTOB. B COBpeMEeHHBIX MCCIeIOBaHUSIX, IMPOBEICHHBIX
B ITOCJICTHUE IECATIWICTHS, NCTIONIB30BaJIN 00JIee ITOJTHBIC
METOIbI MACHTU(WKALINH CTyJaeB 3a00JIeBaHUSI, YEM B FIC-
canepoBanusix 40—90 romoB XX Beka. Co3maHue perucTpoB
OOJIBHBIX MUACTCHUEH B OTAEIBHBIX CTPaHAX M PeTHOHAX
MHMpa TaKxKe CIIOCOOCTBOBAJIO 00JIee TTOTHOMY BKITFOUCHUIO
MMAIIIEHTOB B MCCICIOBAHMS M TTOBHIIIICHUTO SITUIEMIOJIO-
TMIeCKMX IMoKa3aTeeil. P aBTOpOB MCITOIb30BaI OpH-
TMHAJIBHBIN CIIOCO0 OTOOpa MAIlMEHTOB C MHACTCHUEH
1 M3y4ajn 6a3pl JaHHBIX PELETITOB 10 HA3HAYCHUTO ITHPH-
mocturmuHa [13—15, 19], wist KOTOpOro MUACTEHUS SIBJISI-
eTCSA eAMHCTBEHHBIM YTBEPXICHHBIM ITOKa3aHUEM B TaH-
HBIX CTpaHaX. DTOT METOM MCITOIb30BaIN MCCIIeIOBATEIN
u3 Jlanun, Asctpanuu, [lopryranuu u KaHnagel, u 1aHHbIS
1o 3a00JIeBAEMOCTH MUACTCHHUEH B 3THX CTpaHaX OKasa-
JINCh HECKOJIBKO BHIIIIE.

BoJbIIMHCTBO aBTOPOB MTPUBOJSIT CBENEHUSI O TEHAEP-
HBIX 0COOCHHOCTSIX MUACTCHUH 1 IEMOHCTPHUPYIOT OoJiee
BBICOKYIO 3a00J1€Ba€MOCTb Y >XeHIIUH (puc. 1). Tak, cooT-
HOIIIEHWE MYXYMH W KCHINWH, OOJBbHBIX MHUACTCHUEH,
B Camapckoit obmactu cocrasisuio 1:2 [4], B bemapycu —
1:4,3 [9], B Ocronuu — 1:2,6 [12] u T. A.

YacTp aBTOPOB B CBOMX MCCJICIOBAHUSIX OOJBIIOE
BHUMAaHME YAEJIsUIM BO3PAcTy MAllMEHTOB HA MOMEHT JIe-
610Ta 3200JIeBaHMSI, I STOT MOKA3aTeJIb BapbHUPOBAJI B IIIH-
pokux npenenax — or 34 go 60,2 roga [3—6, 8,9, 12, 13,
19, 20]. B 6oiee paHHUX MCCIIEIOBAHUSX CPEIHUI BO3PACT
JIe0r0Ta MUACTCHUH Y XXESHIIMH ObLUT 3HAYNTEIEHO MEHBIIIE,
yeM y MyxxurH (40 m 54 Toma COOTBETCTBEHHO), B OoJee
MMO3MHUX MCCIIeIOBAHUSIX 3Ta pa3HUIIA MeHee BhIpaXeHa,
BEpPOSATHO, 3a CUET YBSIMICHUS JOJU MAIIMEHTOB C ITO3/I-
HUM 1e0I0TOM MMACTeHHNH, B KOTOPOI pa3andusl 10 IOy
He CTOJIb 3HauUMTeNbHH (puc. 2). [IpogeMoHCcTpUpOBaHa
Ooiree BBICOKAsl 3a00JI€BaeMOCTh XCHIIWH B MOJIOIOM
n cpenHeM Bospacre [15, 16, 18].

TakuM oOpa3zom, HECMOTpSI HA pa3HOOOpa3ue SMuae-
MHMOJOTUYCCKUX MaHHBIX II0 IIpoOJeMe MWACTCHUH,
B OOJIBIIMHCTBE HAYYHBIX PAOOT OTYECTIIMBO IIPOCTICKIBA-
I0TCSI CJACAyIOIINe TEHICHIIMU: POCT 3a00JIeBaeMOCTHU
MHUacTeHnel B TedeHue nociaeaunx 10—15 net, yBenuue-
HHe 4uciaa OOJMBbHBIX cTapire 40 JieT, 94To, IT0 MHEHUIO
OOJIBPIIIMHCTBA MCCIIEAOBATEICH, CBSI3aHO C YBEIMUECHUEM
MIPOIOKUTETLHOCTH XU3HA M JOCTYITHOCTH MEIUITMH-
CKOI TIOMOIIIM B 1IEJIOM, a TaKXKe ¢ YIyJIIIeHHeM TMarHo-
CTUKHM MHUACTEHUH B YaCTHOCTH.

IIpencraBieHHbId B OTEUECTBEHHON M 3apyOexKHOI
JIATepaType 3HAUUTEIIBHBIN pa3opoC SIMMIEMHUOIOTTICCKIX
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Dnudemuonoeuteckue uccae008aHuUss MUACMeHUU

Epidemiological studies of myasthenia gravis

Morbidity, number of cases per 100,000

==
5
—_-

15

Number ” ¢
. CpemHMii  JKEHUWHbI  MYXYHHBI o0masn JKEHIIMHBI  MYKYHHBI | oo iR

per 100,000

2000-2010 348 40,6 +19.6 38,1+19,1 46,6+19,5 0,73 0,96 0,48 9,7
2003-2012 78 _ 41,1 40.5 0,34 _ _ 5.4

2015 314 3994309 388+296 4234321 1,0 _ _ 10,98
1980-1997 580 _ _ _ 0,39-0,06 0,56—0,27 0,18—0,35 4,51-7.79
2011-2016 344 4624097 444+1.1 50,6+1,6 0,52 _ _ 8.1
2008-2012 1020 448+ 18,1 432+19,1 49.0+17.9 0,54 0,69 0,39 10,78
19541966 183 - - - 0,22 _ - 2.5
1951-1981 237 _ _ _ 0.4 0,53 0,26 52
1992-1997 843 46,5 40,16 54,46 0,74 0,71 0,76 7.06
1942-1996 208 34,0 _ _ 0,4 0,52 0,26 9,9

2013 418 43,7 _ _ 0,63 11,17
1996-2009 693 _ _ _ 0,92 _ _ -

2009 2574 _ _ _ 2,49 2,79 2,19 11,71

9,67 (322010 1)
10,66 (3a 2011 1)
2010-2013 1236 _ _ _ 2,44 2,85 2.20 S 10
10.66 (in 2011)
2009-2010 936 - _ _ . - _ 2.17
2000-2007 5211 _ _ _ 2.1 24-27  1,5-18 8.4-14.0
2,7
1996-2013 3611 60,2+ 17,1 _ _ (1996.x) - _ _ 32,0
(2013 1)

1977-2015 2074  508+09 457+13 57.6+1,1 1,08 _ _ 24,75
2010-2014 231 - - - 0,97 1,25 0,61 11,38



TOM8 VOL.8

16

HepBHo-mbiweynbie BOJIE3HH
Neuromuscular DISEASES

Jlexuuu u 0630pbi

I Xenwwmnbl / Women B Myxuunbl / Men

25

—
T ~

—_

3aboneBaemocTb, uncno cyyaes Ha 100 Thic. Hacenenua /
Morbidity, number of cases per 100,000

0,

T

oll 1 II

Jctonna, 1996/ Poccus, MockoBckas Tpeuna, 1997 /
Estonia, 1996 obnactb, 1997/ Greece, 1997
Russia, Moscow
Region, 1997

TaitBaHb, 2007 /
Taiwan, 2007

Actpanus, 2009/ Poccus, Camapckan Pecnybnuka Pecnybnuka
Australia, 2009 obnactb, 2010/ benapyc, 2012/ Kopes, 2013/
Russia, Samara Republic Republic

Region of Belarus, 2012

Puc. 1. Coomnowenue 3abonresaemocmu Meofcay MYACUUHAMU U HCEHUWUHAMU

Fig. 1. Morbidity ratio for men and women
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Puc. 2. Uzmenenue 6o3pacma debioma muacmenuu 6 OUHaAMUKe

Fig. 2. Dynamics of age at onset

ToKazareJsieli 1o MUacTeHUH, C OHOW CTOPOHBI, O0YCIIOB-
JIEH OTCYTCTBMEM €IMHOTO MOIXOAAa B BBIOOpPE METONOB
VICCJIEIOBAHMS [ TIOJTHOM MIEHTU(DMKAIIUY BCEX CITyda-
eB 3a0oneBaHus (OT aHANM3a apPXWUBHOW METUIIMHCKOMN
JIOKYMEHTAIMU JI0 yYeTa PELENTOB Ha MUPUTOCTUTMIH),
C IpPYrofl — HEIMOJHBIM OXBAaTOM TEPPUTOPHUI B Ipeaenax
KPYITHBIX TOPOIOB, PETMOHOB U TeM Oosee cTpaH. J1o KoH-
112 HesICHO, OOBSICHSETCS JIM 3TOT pa3dpoc NaHHbIX 3aBU-
CHMOCTBIO PAaCIpPOCTPAHEHHOCTA M 3a00JIEBAEMOCTHU

OT HAlIMOHAJILHBIX 1 TEHETUYECKUX (haKTOPOB, Teorpacdu-
YECKUX OCOOEHHOCTEl MECTHOCTM WMJIM XK€ 3TO CBSA3aHO
C HEOMOMOTMYECKUMU TPUYUHAMU (JTy4IIeil JOCTYITHO-
CTBIO MEAUIIMHCKO TOMOTIH, 3 (HEKTUBHON TUArHOCTH -
KO 1 Tepanueit).

JlaHHBbIE SMUIEMUOIOTUYECKUX UCCIeIOBAHUI MUa-
creHun B Poccum, Tak Xe, Kak U B JPYyTUX CTpaHaX, BO
MHOTOM TpOTUBOpeurBHl. [Ipr 3TOM BaKHBIM SIBIISIETCS
HaOJl0eHUe psila aBTOPOB O TOM, YTO B PEerMOHax, L1e
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paboTAaIoT CIICIINATN3NPOBAHHBIC MMACTCHUIECKIE IICHTPBI
WIN IIEHTPHl HEPBHO-MBIIICYHBIX 3a00JI¢BaHIA, STUIC-
MMOJIOTIIECKIE TTOKA3aTeIIN BhIIIe. DTO yKa3bIBaeT Ha He-
00XOIMMOCTb OPTAaHU3AIINY B KPYITHBIX TOPOIAX M PETH-
oHax Poccum TakmMx crneuuaan3upOBaHHBIX IIEHTPOB,
B paMKax pabOThI KOTOPBIX 3((GEKTUBHEE BCETO MOTYT
OBITh PeAIM30BaHBI KaK SMUISMUOJIOTUTISCKIIN MOHUTO-
PUHT 3a00JIEBAEMOCTH M PACIIPOCTPAHEHHOCTH MHACTE-
HHUU, TaK 1 CO3IaHNE HAIIMOHAIBHBIX PETHCTPOB OOJIBHBIX
MHMACTECHMEH B IIEJISIX pacdyeTa Yrcia MalueHTOB, HyXaa-

FOIMXCS B CIIEIIMATN3UPOBAHHOM JICUCHUN, ¥ TIPOTHO3M -
pPOBaHMS Harpy3KM Ha 30paBOOXpaHEHMUE.

ITomHOIIEHHBIE KPYITHOMACIITAOHBIE MCCIICAOBAHUS
SMUIECMHOJIOTUY MUACTCHUN UMEIOT OOJIbIIIOEe MEIUITH-
CKO€ M COIIMaJIbHOE 3HaUYeHUE, TaK KaK MOTYT OBITh MC-
TIOJIB30BAHBI ISl YIYIIICHUST OKa3aHUS CIIeIUAIN3UPO-
BaHHOI MEIWIIMHCKOW TTOMOIIM, ITOBBIIICHUSI Ka4ecTBa
IUAarHOCTUKY, 3(h(eKTUBHOCTH JICYCHUSI U peadMINTAIIAN
MAIMeHTOB C 3TUM TSDKEIBIM HEPBHO-MBIIIIEYHBIM 3200-
JIeBaHWEM, YJIyJIIeHUs KaueCcTBa UX KU3HH.
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MapeHus B cmayuoHape y nayuenmos cmapyecKoro Bo3pacma
C cepaevHo-cocyaucmbiMu 3abonesanuamu u nonunparmasueil

E.C. Unbuna, O.T. Boroa, .. Cunnnuna, C. H. ITy3un, /I.A. CbrueB

DIbOY JIII0 «Poccutickas meduyurckas akademus HenpepvleHo20 npogeccuonarbHoo oopazoeanus» Muwnzopasa Poccuu;
Poccus, 125993 Mockea, ya. bappukaduas, 2/1, cmp. 1

Konmarxmeot: Examepuna Cepeeesna Unvuna katelina@mail.ru

Besedenue. [Tadenus y noxscuabix omme4arOmes 3HA4UMenbHo Haue, 4em y auy, 6oaee moao0o2o eospacma. Ilo 0anHsim cmamucmuku, Yucio
Auy cmapute 65 nem, neperecuiux nadetue 6 mevenue 200a, docmueaem 30 %. Boavwas wacme nadenuii y nayuenmos NOJCUL020 803pacma
He npugooum K mpagme, 00HAKO PA36UBAIOWUIICS NPU IMOM NCUXOA0LUMECKUT QUCKOMPOPM CROCOOEH Pe3K0 0ePaHUMUMb NPUBBIYHYIO aK -
MUBHOCMb, NPUBECIU K (POPMUPOBAHUIO 3ABUCUMOCIU O NOCHOPOHHE NOMOWU, 0e3a0anmayuu 6 Obimy u cqpopmuposams cmpax nepeo
603moxcHbIM nadenuem. Iladenus, conposoxcoaromuecs pazeumuem mpaemolt, Habnodaromes 6 10—15 % cayuaes.

Lleab uccaedosanus — uzy4uenue 83aumocesasu mexcdy noAUMopOUOHOCHIbIO, ROAUNPAZMA3Uel U nadeHUeM Y NAUUEHIMO8 CIAaPYecK020 603-
pacma Kapouoao2u1ecko2o npopus.

Pesyavmamut. [loaumopbudnocms npeobaadana é epynne nayuenmos, hepeHecuiux naderue é cmayuonape (8,9 = 2,6 vs 7,5 = 1,5y myuc-
yun; 8,5+ 2,2vs 7,2 + 1,6 y acenwyun). Y nauuenmos, nepeHecuiux nadenue, maxice omme4anacs NoAUNpazmasus 6 6oavuleil cmenexu,
uem y nayuenmos oe3 nadenus (9,4 = 1,9vs 78,4 £ 2,2y myscuun; 9,6 £ 2,7vs 9,1+ 2,5y scenuyun). Kpome moeo, nayuenmot, nepexec-
wue nadeHue 6 cmayuoxape, ObLAU cMapuie NAUUeHmMos epynnol cpasHerus: (86 £ 6 niem vs 85 = 5aem y myxcuun; 87 = 51em vs 84 = 5.1em
v aceHugun). Hamu maxace evisaenena meHoeHyus npeooaadanust HCeHUUH @ epynne NAyUeHmos ¢ nadeHuem u pasgumuem mpasmbi.
Saxarouenue. C yuemom moeo, 4mo NOAUNPAMA3Us A8AAEMC MOOUDUUUDYEMbIM PAKMOPOM PUCKA RAOCHUIL, MUHUMU3AUUS KOAUHECMEd
HOAYHAEMbIX NEKAPCMBEHHBIX CPEOCIE MOJICem CROCOOCMB08AMb CHUNCEHUIO YACMOMbL NAOCHUN Y NAUUEHMO08 CIMAPHECcK020 803pacma.
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Falls in the stationary for patients with cardiovascular diseases of the senior age and polypharmacy
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Background. The fall in the elderly is observed much more often than in younger people, and according to statistics the number of people
over 65 years who have suffered a fall during the year reaches 30 %, while the probability of injury. Most of the falls in elderly patients does
not lead to injury, but the developing at the same time unfavorable psychological discomfort can sharply limit the usual activity, lead
to the formation of dependence on outside help, disadaptation in the home and form a fear of a possible fall. Falls, accompanied by the de-
velopment of trauma, are observed in 10—15 % of cases.

The objective was to study the relationship between polymorbidity, polypragmasia and the development of the fall in elderly patients cardio-
logical profile.

Results. Polymorbidity prevailed in the group of patients who suffered a fall in the hospital (8.9 + 2.6 vs 7.5+ 1.5in men. 8.5+ 2.2vs 7.2+
1.6 in women). In patients undergoing a decline, it was also noted, and polypharmacy to a greater extent than cohort patients without falling
94+ 1.9vs 784+ 2.2inmen. and 9.6 = 2.7vs 9.1 * 2.5 for women). In addition, patients who suffered a fall in the hospital by age were
older than patients in the comparison group (86 £ 6 vs 85 = 5in men, 87 £ 5vs 84 = 5 in women). We also revealed the tendency of the pre-
dominance of women in the subgroup of patients with the incidence and development of trauma.

Conclusion. Minimizing the amount of drugs received, as the fight against polypragmasy can help reduce the incidence of falls in elderly
patients.

Key words: polymorbidity, polypragmasia, medicine, adverse drug reaction, patient of elderly and senile age, fall in older people, injury

For citation: Ilina E.S., Bogova O.T., Sinitsina I.1. et al. Falls in the stationary for patients with cardiovascular diseases of the senior age
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BsepeHue

VBemueHne MpOIOKUTEIBHOCTH U Ka9eCTBa KU3HU
MIPHUBEJIO K MOBBIIIICHHBIM TPeOOBaHUSIM K T€POHTOJIOTH-
YeCKOMY COMPOBOXIECHUIO MAalIMEHTOB. JIeueHUe NaluueH-
TOB cTapile 65 et TpebyeT MHAMBUAYAIBHOIO MOAXOAA
B CBSI3U C (PM3MOJIOTMYECKUMH OCOOCHHOCTSIMU CTapeHUS,
obpeMeHeHeM HAKOIICHHBIMU K CTApOCTU OOJIE3HSIMM,
W3MEHEHHOI peaklreil Ha Ha3HaYeHHYIo (papMaKkoTepa-
IO

Ilo marHBpIM OpraHu3any OOBEAMHEHHBIX HAIIWMA,
IIPOTHO3UPYETCS TMHAMUKA POCTA TTOIYJISIIIMHI TTOKIJTBIX
JIAII, KOTOpas B OOJIBIIMHCTBE PAa3BUTHIX CTPAH YK€ COCTAB-
JISIeT 3HAYMTEJIBHYIO YacTh HAaceJIeHUsI, I B MIPOBOM Mac-
mTabe MoxeT yaBouThes K 2050 . (¢ 962 Mt 10 2,1 Miapa)
[1]. HeyknoHHOe yBeaIn4yeHUe 4ucia Jull cTaplieii Bo3-
PACTHOM TPYMIIBI CpeIy HaceJIeHUS, a TaKxXKe BhIpa-
KEHHOCTh U KOJIMIECTBO HAKOIJICHHOI 1TaTOJI0TUH (BO3-
pacTacCOUMUPOBAaHHAS ITOJIUMOPOMUIHOCTE) IPUBOMST
K BO3pacTaHUIO ITOTPEOHOCTH B MEIMUKO-COIIMAIBHOM
COITPOBOKICHNHY TAHHOM KaTeTOpUH MallMeHTOB. Bcemup-
Hast opraHuzanus 3apaBooxpanerus (BO3) ormeuaer, 9To
3a9aCTyIO CMCTEMa 3[IpaBOOXpaHEHUs HE TOTOBA K YIOB-
JIETBOPEHMIO TTOTPEOHOCTEH MOXWMIIBIX JIFOIEH, CTpagaio-
IIMX MHOXECTBEHHBIMU XPOHNIECKIMH 3a00JIeBAaHUSIMU
[2—5]. CormacHo mporHo3aM B OJvKaiiiiee BpeMsT JOJIS
HETPyIOCITOCOOHOTO HACeJICHMS B HAIIIEH CTpaHe YBEJIH-
yutcst Ha 8 % (¢ 21 % B 2009 . mo 30 % B 2035 ) [6],
IIO3TOMY BOIIPOC TIPOTHO3MPOBAHMS PHCKA TMaJICHUN
1 TTpOUIAKTHKY MX TPAaBMAaTUICCKUX ITOCICACTBUI TIPEI-
CTaBJISICTCSI BEChMa aKTyaJbHBIM.

JleyeHne KaxXmoro marreHTa IMoXKUIOTo U CTapIeCcKo-
r'0 BO3pAacTa BceTma IMPeaCcTaBiIsIeT CO00M TPYIHEII BEIOOD
¢ 00s13aTeTbHO OLIEHKOM «PUCK/TI0JIh3a» M3-3a 00JIBIIO0-
IO KOJTMYECTBA B3AMMOBJIUSIIOIINX U 3a9aCTYIO HEIIPOTHO-
3upyeMbix ¢hakTopoB [4, 7—9]. B wacTHOCTH, Ha3HaUEeHUE
HECKOJIBKUX JieKapcTBeHHBIX cpeacts (JIC), mpuBomsiiee
K COCTOSTHUIO TIOJIUTIParMa3nui, MHOTOKPATHO yYBeJTMIMBa-
€T PHUCK Pa3BUTHUS HEeXeJIaTeIbHBIX JIEKaPCTBEHHBIX PeaK-
it (HJIP) m3-3a MexXiteKapCTBEeHHBIX B3aMMOICHCTBUIA
(MB), cHmXaeT puBep:keHHOCTH K Tipuemy JIC y mamm-
€HTOB, 3alTyCKaeT MaTOJIOTMIECKNE KacKamabl Cepbe3HBIX
HEOJIaTONIPUATHBIX SIBICHUM, CIIOCOOCTBYET YXYIIICHUIO
CaMOYYBCTBHUS U cocTostHUsI 310poBbs [10]. [To maHHBIM
JI.B. JlazeGHMKA U COAaBT., OQHOBpPEeMeHHBII ripuem 5 JIC
noBbiaeT yactory MB no 50 %, npu npueme 10 JIC u 6o-
nee puck MB mocturaer 100 % [3]. IToxXuibIx naludeHTOB
OTHOCST K HamOoJjiee yI3BUMOW TPYIIE IO OIMACHOCTHU
pasButus HJIP, cmtocOOHBIX IPUYUHUTh YTPO3y UX 3[I0-
pPOBbBIO U XXU3HU. OTHUM U3 TIposIBIIeHU omacHeIX HJTP
y MAllMeHTOB CTapIIMX BO3PACTHBIX TPYII SIBIISICTCS Jie-
KapCTBEHHO-MHIYIIMPOBaHHOE nageHue [11—14].

[MageHns y MOXUIIBIX OTMEUYAIOTCSI 3HAYUTEIIHHO Ya-
e, 4eM y JIII Oosiee Moomoro Bo3pacta. 1o maHHBIM
CTATUCTUKU, YUCJIO JIMLI CTaplie 65 JeT, MepeHecnX Ia-
IeHue B TeyeHue roaa, nocturaer 30 % [15, 16]. Boabinas
YacTh MaIeHUH Y IMAIleHTOB ITOXMJIOTO BO3pacTa He TIpH-

BOJMUT K TpaBMe, OJHAKO pa3BUBAIOLIMIICS TIPU 3TOM
TICUXOJIOTMYECKUI TUCKOMMOPT CITOCOOEH PE3KO OrpaHM-
YUTHh IPUBBIYHYIO aKTUBHOCTb, TIPUBECTU K (pOpMUPOBa-
HUIO 3aBUCHMOCTHU OT ITOCTOPOHHE IIOMOIIHN, Ae3aganTa-
IUU B OBITY ¥ C(POPMHUPOBATH CTPaX Iepel BO3MOKHBIM
mameHueM. IlameHusI, CONMPOBOXIAIOIIMECS pPa3BUTHUEM
TpaBMblI, HaOmomatorcsa B 10—15 % ciydaes.

Camoif yacToii MpUYNHON TPaBMBI Y JIUIL TTOXUIOTO
BO3pacTa SIBJISIETCS IMaleHHe C BBICOTBI COOCTBEHHOTO
pocra. [TameHue, npuBomsIee K TpaBMe, 0COOCHHO OITac-
HO UMEHHO Y IMAIlMEHTOB CTAPIIINX BO3PACTHBIX TPYIIII, TaK
KaK IIPOMCXOIUT OOBITHO Ha (DOHE OCTEOITOPO3a U BBI3bI-
BacT 3HAYUTEIHLHO OO0Jice Cephe3HBIC OCIIOXKHEHUS KakK
B BUIC MEIUILIMHCKUX (TIEPEIOMBI, ITUTETbHASI UMMOOM -
JIN3amusi, OMAaCHOCTb Pa3BUTHUS TPOMOOIMOOIMICCKUX
OCJIOXKHEHWI, ITHEBMOHUSI, TIPOJIEXKHMN), TaK W TICUXOCO-
IUATBHBIX TTOCIEICTBUI (TTOTeps] COIMAIbHOM aKTUBHO-
CTH, CTPax ITOBTOPHOTO TTafeHUs, ne3anarraims). Hanbo-
Jiee TSDKENIBIM 110 TIOCHICACTBUSIM TaJeHUs Y MAaIllMeHTOB
CTapIIMX BO3PACTHBIX TPYIIH SIBIISIETCS IIEPEIoM OelpeH-
HO#t KocTd. JJlaHHBIC CTAaTUCTUKHU TTOATBEPXKIAIOT 3HAUM -
TeJIbHOE TOBBIIICHNE CMEPTHOCTH B TIEPBHIN TOXI IOCIIE
pasBUTHS TIepesioMa Oepa y IMalreHTOB TTOXIJIOTO 1 CTap-
yeckoro BospacTa. Jo 25 % Takux mauydeHTOB yMUPAIOT
B IIepBbIe 6 MeC 1ociie TpaBMbl. J10 OJI0BUHBI TALMEHTOB,
TepeHeCINX IIepesioM Oepa, BIOCIEACTBIN 0(DOPMIISIOT-
cs B joMa nipectapenbix [15, 17, 18]. [IpogomknTe IbHOCTh
KW3HU Y TIAIIMECHTOB, TIEPEHECIINX TIEPEIOM OeIpeHHOM
KOCTH, cokpauiaercs Ha 10—15 %, y nogasisolero 601b-
IIMHCTBA M3 HUX KaYeCTBO KU3HN HEOOPATUMO YXyIIIla-
€TCs, a BO3BpalllecHHe K TIpekKHel XW3HU HaOIIomaeTcs
TOJIBKO Y 10 % GOJIbHBIX, IPUYEM MCXO 3aBUCUT OT CBOE-
BPEMEHHO IIPOBEICHHOTO OTIEPAaTUBHOTO BMEIIATEILCTBA
[15, 19].

YBenuueHNne ¢ BO3pacTOM YKciIa HAKOTUIEHHOM ITaTo-
JIOTWH, YCYTYOJICHHME TeUCHUs KaXIOTO M3 MMEIOIIMXCS
3a00JIeBaHMi1, CBSI3aHHBIX €OIWHBIM IATOMDU3MOIOTHYC-
CKMM MEXaHM3MOM BO3HMKHOBEHUS, TIPUBOIAT K HEM3-
0EXXHOMY COCTOSTHHMIO ITOJTMMOPOUTHOCTH, UTO IJIST CTa-
OMIM3AlMM COCTOSIHMSI 3MOPOBBSI TTOXMJIOTO IIAIMEHTA
TpebyeT Ha3HadYeHUsI Bce OoJbirero kommyectna JIC [5, 7].

Kaxxmoe n3 nMerormmxcs 3a001eBaHNI, COTTACHO TIpeI-
MMCAaHUSIM KIMHUIECKNX PEKOMEHIAIIN, TpeOyeT Ha3Ha-
yeHUsT HeCKOJBKMX JIC pa3anIHBIX (papMaKOIOTHISCKIX
rpyrm. Hanbosiee mMHoroumcieHHbIMU cumTaiorcst JIC,
KOTOpBIe Ha3HAYAIOT MIPH JICUCHUHN 3a00IeBaHII OpTaHOB
KpoBooOpailieHus. Takum o6pa3om, moaumnparmMasus y rna-
LIMEHTOB C CEPIEYHO-COCYIUCTBIMU 3a00JIEBAaHUSIMU
CTaHOBUTCS BBIHYXIeHHOI [20].

B T0 xe BpeMsl yCTaHOBJICHO, YTO MOJIMMOPOMIHOCTh
¥ TIOJIATIparMasus — (paKToOphl prcKa MamIeHUHA JIUII cTap-
IIMX BO3pacTHRIX Tpyni [7, 17, 21-25]. B cBg3u ¢ atim
ayINT JINCTa Ha3HAYCHUI 1 KOppeKIus (papMaKoTepaIrmu
B IIEJISIX YMEHBIIEHMST obmiero Koiamdectsa JIC, a Takxke
JIC, moBrimaromux puck mameHuit (JICITPII, B anrio-
si3praHol uTeparype — FRIDs (Fall-Risk-Increase-Drug)),
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MOTYT TIPUBECTU K CHUXKEHUIO pucKa maaeHuit. Cnemyet
otrmetuth, uTo K JICIIPIT oTHOCST pa3nuyuHbie TPYMIIBI
JIC, crocobHBIe TTOCPEICTBOM UPEe3MEPHOTO YTHETCHUS
(byHKIIMY LIEHTPAIBHO HEPBHOW CUCTEMBI JINOO NIESITeITb-
HOCTM cepAlla M TOHyCa COCY/IOB BbI3BaTh HapyllIeHUE
paBHOBECUS U/WJIW PA3BUTHE OPTOCTATUYECKOW TUIIO-
TOHUW WM Gpagukapauu. MapMakoIOrHIecKuii ayauT
B LIEJISIX Jenpeckpaiionnra (rmiaHomepHoit otmeHsl JIC)
COBMECTHO C IPYTUMU MEPOTIPUSTHASIMHU TI0 TIPeI0TBpallie-
HMUIO MaJeHUI MOXET CHU3UTh PUCK MafeHuit Ha 10—15 %
[12, 23, 26]. TepoHTOTOrMYECKKE OGIIeCTBA HAPSIIY C pe-
TYJSITOPHBIMY OpTaHaAMU 3IPAaBOOXPAHEHMST PA3HBIX CTPaH
PEKOMEHAYIOT TMPOBEACHUE JIEKAPCTBEHHOTO ayauTa
JUTST CHYDKEHMST KoJmdecTBa HazHaueHHbIX JIC Kak omHOro
13 BO3MOXHBIX METOJOB MPOMIIAKTUKY TANeHUH y Ta-
IIMEHTOB CTapIIMX BO3pacTHBIX rpym [13, 14, 27, 28].

Iens ucciienoBanusi — N3y4eHNE B3aNMOCBSI3U MEXITY
KOJIMYECTBOM 3a00JIeBaHUI1, BBIPAXKEHHOCTHIO TIOJTUTIPAT-
Ma3Wu U MaJleHUEM y MaUueHTOB cTapiue 75 jetT. Kpome
TOTO, OTAENBHO BBIIEISUTUCH CIydau Pa3BUTHS TPaBMBbI
BCJIEICTBYE TaleHNsI. bbut TpoaHaIM3npOBaHbI JaHHbBIE
MalMeHTOB cTapyeckoro Bo3pacta (75 neT u crapiie),
TOCTIUTATM3UPOBAHHBIX B KAPAMOJIOTUIECKOE OTIEeICHUE
MHoronpoduisHOTO cTanioHapa. [Tpu nposeneHnu aynu-
Ta BBISIBJISTUCH YaCTOTA W CTPYKTYypa MaJIeHW, TOIUIIpar-
Ma3us U €€ BBIPAXKEHHOCTb.

Mamepuanbl u Memopibl

Hamu Obu1 npoBeneH peTpOCEeKTUBHbIN AHAIU3 UCTO-
putii 6one3Hu 1132 mauneHToB crapiiie 75 JIeT, HaXOMSIIINX-
Csl Ha JICYEHUW B KAPANOJOTUIECKUX OTAEICHUSIX MHOTO-

MPOoGUIBHOTO CTallMOHapa B TeueHWe 6 JieT, 3a Tepuos
¢ 2011 o 2016 ., Ha mpeAMET OOHApYKeHUsI IPeANKTOPa
passutusi HJIP, a uMeHHO JIeKapCTBEHHO-MHAYLIMPOBaH-
HOTO TIICHUSI, 8 TAKXKE BO3MOXKXHOW B3aMMOCBSI3U MEXIY
noyimmnparmasueit u ¢akrom nageHus. I1lo maraeiM BO3
(2017), mameHme orpeneisieTcsl Kak COOBITHE, B pe3yiIbra-
T€ KOTOPOTO YEJOBEK OKa3bIBAETCS HEMpeaHAMEPEHHO
JiexanimM Ha 3eMJie, MOoJTy WX KaKOM-JIUM00 IpyroM dosnee
HM3KOM ypoBHe [16]. MHbopMalrio o maneHuu mosryJaim
W3 THEBHUKOB, 3aMUCU AEXYPHOTO Bpada U KOHCYJIb-
TAHTOB, XXypHajla KCTPEHHBIX BBI30BOB CIEIUATIMCTOB,
CAeJTAHHBIX TIO KCTPEHHBIM MTOKa3aHUSIM PEHTTEHOJIOTU -
YECKUX UCCIIENOBAHU, BBEIEHUS IOTTOJIHUTETbHO HAa3HA-
yeHHbIX JIC. Hamu Obuiu BeisiBieHbI 160 ciiyyaeB mageHust
(1-s1 rpynma), U3 KOTOPHIX 87 IPUBEIHN K Pa3BUTHIO TPAB-
MbI; 2-5 Tpynma (n = 806) 6buta chopMurpoBaHa TyTeM
WCKITIOUEHUsI TaHHBIX MAIMEHTOB, OTMEYABIINX CITyd4an
MafieHusI W/WJIKM TOCTIUTATN3WPOBAHHBIX B CTAllMOHAP
BCJIEACTBHE MMameHus (Tabm. 1).

ITauuveHThI 06enX TPYII UMEJIN CXOAHBIE MOKAa3aTeIn
Mo 3a00J1eBaEMOCTU CEPAEUYHO-COCYAMCThIMUA 3a00JieBa-
Husmi (p >0,1) (Tadm. 2).

Pesynbmambl

PesynbraThl MccienoBaHus TOKa3aiu, YTO 4YacTOTa
BCTPEYAEMOCTH HEKOTOPBIX 3a00JIeBaHNUIA, aCCOITMUPOBAH-
HBIX C TIOBBIIIIEHHBIM PUCKOM TafeHus (T1ayKoMa, aHeMUsl,
KaTapakTa, aTepOCKIIEPO3 COCYIOB HIDKHUX KOHEYHOCTE)
CYIIECTBEHHO BBINIE B 1-i1 Tpyrme. DTu 3a00JIeBaHMS
BKJIIOUEHBI B TiepeveHb (haKTOPOB prcKa mageHus [16, 21]
(Tabm. 3).

Tabmua 1. Kaunuueckas xapakmepucmuka NAYUEHMO8 ¢ cepOeUHO-COCYOUCMbIMU 3A0018AHUSMU CIMAPYECK020 803pacma

Table 1. Clinical characteristics of the patients with cardiovascular diseases of the old age

1t group (n = 160) 2" group (n = 806)

Characteristic MYZKYHUHBI KEHIMHDI MY2KYMHBI KEHIUHBI
(n=231) (n=129) (n=301) (n=1505)

CpetHuii BO3pacT, et 86 £ 6 87 +5 85+ 5 84+ 5
Mean age, years 87,09 £ 5,2 84,17 £4,9 <0,05
OcHoBHOe 3a00JIeBaHUE, M:
Main disease, n:
uieMuveckast 601e3Hb cepaua 28 93 250 429 >0,1
ischemic heart disease
TUIePTOHNYECKast 60JIe3Hb 9 51 76 <0,05
hypertensive heart disease
KonuyecTBo conmyTcTBYIONIMX 3200I€BaHUIA
Number of concomitant disorders 8,9+2,6 8,5+22 7515 72£16 <0,05
CpenHee YMCIIo MoJTy4yaeMbIX JJeKapCTBEHHBIX CPEICTB
Mean number of administered pharmacological agents 94+ 19 9.6£27 8,412 9,125 <0,05
CpemHee 9MCIIo TTOJTyIaeMbIX JICKapCTBEHHBIX CPE/ICTB,
LR S 1,1£0,9 1,340,9 0,9+0,8 1L1+£1,0 <0,05

Mean number of administered pharmacological agents
increasing fall risk
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Tabmuua 2. Iloxazamenu 3a60ae6aemocmu cepoeyHO-coCyOUCMbIMU U CORYMCMBYIOUWUMU 3A001e8AHUAMU

Table 2. Morbidity for cardiovascular diseases and concomitant disorders

Main disease

Minemuueckast 601e3Hb

cepana
Ischemic heart disease

Tunepronnyeckasi 601e3Hb
Hypertensive heart disease

LlepebpoBackyaspHast
00J1e3Hb
Cerebrovascular disease

XpoHUYecKas cepaeuaHast
HEI0CTaTOYHOCTh
Chronic heart failure

DOuOpUIIALMS TTPEICePIin
Atrial fibrillation

Hapymenue cepnearoro
puT™Ma
Heart rhythm disorder

Hapymenue mpoBogumoct
Conduction disorder

Name per the International Classification
of Diseases, 10th revision

XpoHuyeckas uieMuieckas 00Je3Hb cepaia

Chronic ischemic heart disease

Bbone3nu, xapakTepusyromuecs MOBbIIIEH-
HBbIM KPOBAHBIM JaBJICHUEM
Hypertensive heart disease

LlepeOpaibHbIi aTepOCKIEPO3
Cerebral atherosclerosis

Cep)leqHaﬂ HEOAOCTAaTOYHOCTb
Heart failure

DOuOpUIIALNS U TPETIeTaHUEe MPEACeparin
Atrial fibrillation and atrial flutter

Jlpyrue HapyIIeHus CepaeIHOrO pUTMa
Cardiac arrythmia, unspecified

Jpyrue HapyleHus MPOBOIUMOCTH
Conduction disorder, unspecified

HCpCBMaTI/I‘{CCKI/IC TIOpaXXE€HUA
MUTPAJIBHOTO KJIaIrlaHa

1% group (n = 160), n (%)

2" group (n = 806), n (%)

160 (100) 806 (100)
160 (100) 806 (100)
160 (100) 806 (100)
105 (65,6) 503 (62,5)
42 (26,2) 166 (20,6)
39 (24,3) 222 (27,6)
36 (22,5) 162 (20,1)

ITopoku cepana
Heart defect

Nonrheumatic mitral insufficiency
HepeBmatuueckue mopaxeHust
A0PTaJIbHOTO KJlaraHa

18 (11,25) 110 (13,7)

Nonrheumatic aortic insufficiency
|

Oco00 cnemyeT OTMETUTD, UTO TSI TIOKVITBIX TTAITUEHTOB
BU3yaTbHbIN KOHTPOJIb UTPAET BEAYIIYIO POJTb B CUCTEME
MO PKKY PABHOBECHSI, B CBSI3U C YUEM HAJIMYME MATOJIO-
MU OpraHa 3peHus (Taaykoma, KaTapakTa) MOXET CTIpo-
BOLIMPOBaTh TaneHue. [[omosHUTEeNbHBIM (aKTOopoM,
OKAa3bIBAIOIIMM OTPUIIATETbHOE BIUSHIE Ha TIOBBIILICHUE
puvicKa MaIeHUs, STBIISIETCS] HAa3HAYEHUE aHTUTIIAYyKOMHBIX
JIC u3 rpynms 3-anpeHo610KaTOPOB, KOTOPHIE OTHOCSITCST
Kk JICITPII BeIcOKOTO pucKa.

Hawubonee yacToit npuurHON MageHus caMy MalueH-
Thl Ha3bIBaJIM TOJOBOKpYXeHUue (42 %), MOTeMHEHHe
B IJ1a3ax, 3aTyMaHuBaHue 3penus (34 %), c1abocTb B HO-
rax (8 %). TepMUH «CIOTKHYJICSI» B KQUeCTBE MPUYMHBI
najeHuns ykazanu 4 % mauueHToB. B MoMeHT ocmoTpa
MEIUIIMHCKUM TIEPCOHAIOM ObUIH BBISIBJIEHBI COCTOSTHUSI
opanukapauu B 20 % ciydyaeB, CTyTaHHOCTb CO3HAHUST —
B 20 %, runtotonuu — B 15 %. B 1 cyuae 6pu1a 3adukcu-
poBaHa runoriiikemus. He Bcerna Obuio BO3MOXHO 3a-
(bukcupoBath U3MeHEeHUST B (GDU3NKATBHBIX TTOKA3ATENISIX,
TakK Kak caM (akT MafeHusI OTMEUayiCcsl PETPOCTIEKTUBHO,
Yarie 3TO MPOUCXOIUIIO B CITy4yae HOYHBIX MTaeHUA.

OcHOBHAas 4acTh MaNeHU y MalMeHTOB Habona-
Jlach B MEPBbIE THU TOCTIUTATU3AIUN B THEBHOE BPEMSI.
Tak, 43 XeHIUHB U 9 MYXXYUH yNajau B TEUYCHUE THS
B rtepBhIe 10 cyT rociuTann3anun. BeIsiBIeHO, 4TO majme-

HUS B CTAllMOHAPE B OOJIBIIMHCTBE CIy4yaeB MPOUCXOIM -
JI1 B THEBHOE BpeMs. 151 XeHIIWH 0TMeYaaoch Ipeo-
OnmagaHue rmageHuii B gHeBHOE Bpems (81 (63 %) ciyuait),
UIsT MyXXunH — B HouHoe (20 (64 %) cmygaes). s
7 denoBek (4 MyXYWMH U 3 XEHIIWHBI) ManeHue ObLIOo
ycraHoBiieHO postfactum, Ha 2—3-if TeHb, 0 YeM CBUIE-
TEJTBCTBYIOT 3aIMMCH B THEBHUKAX, B TAKUX CITy4asiX BpeMst
MaJIEeHNST CYUTATIM HOUHBIM. MecTOM MafieHusI B THEBHOE
BpeMsI CTAaHOBWUJIUCH TajlaTa, KOPUIOP, MPOLETyPHBII
KaOMHET, TorJa KaK HOYbIO TMaJeHUsI B OOJBIIMHCTBE
CJTy4yaeB MPOUCXOIWIN JTMOO0 B TyaJIETHOU KOMHATE, JIMOO
O AOpOTe K HEH.

[Magenus B crammoHape B 87 ciaydasx OCIOXHUINCH
pa3BUTHEM TPaBMbI, OOJIBIIMHCTBO M3 KOTOPHIX HE MPU-
BN K CEPhE3HOMY YXYAIIEHUIO COCTOSIHUSI 3J0POBbSI
WU TIpeACTaBISIIA COOOM ylIKMObI, TeMaTOMbl M CCaaUHBbI
MSITKMX TKaHEW TOJIOBBI, TYJIOBUINA M KOHEUHOCTel (1 = 48),
B 2 cllydasix OTMEUajioCh pa3BUTHE HOCOBOTO KPOBOTEYE-
HUS, y | marueHTa BBISIBIEHO KPOBOMBIWSHUE B TJa3,
y 2 — pa3BUTHE NMOCTTPABMAaTUIECKOW THEBMOHUU. bob-
IIWHCTBO MaeHW I TPUBOAMIA K COYETAHHBIM TPaBMaM.
Tak, remMaromMa MATKUX TKaHE! TOJIOBBI COMTPOBOXIATACH
YIIMOOM WIM CCAIMHOWM IPYyAHON YaCTH TYJIOBUIIA.

CaMbIM Cepbe3HBIM TIOCIIEICTBUEM TaneHuit (n = 34)
SIBUJIOCH PA3BUTHUE YIITUOJICHHBIX Y CKAJILITUPOBAHHBIX PaH
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Tabmua 3. Cmpykmypa u vacmoma écmpe4aemMocmu COnymcmeyuux 3a601e6aHuUll 8 UCCAe0yeMblX ePYNNax

Table 3. Incidence structure and rate of concomitant disorders in the studied groups

1 group (1 =160.1 ) | 2% growp (u =806 (%)

OCTCOXOHI[pOS ITO3BOHOYHUKA, apTPO3 KPYITHBIX CYCTaBOB
Vertebral osteochondrosis, arthrosis of the large joints 154 (96,2) 745(92,5)

[==}
5
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OCTeOXOHIPO3 MO3BOHOYHMKA, apTPO3 KPYIMHBIX CYCTABOB, COMIPOBO-

XKIarolyecs: 60JeBbIM CUHIAPOMOM

Vertebral osteochondrosis, arthrosis of the large joints accompanied by pain 83(51,8) 376 (46,6)

syndrome

EHCBMOCKJ“’POS 112 (70,0) 512 (63,5)
neumosclerosis

XpOHNYECKUI OPOHXUT HEYTOUHEHHBI

Chronic bronchitis, unspecified 84 (52,5) 358 (41,6)

XPpOHUYECKUI TTHETOHEDPUT

Chronic pyelonephritis 78 (48,8) 538 (62,5)

Karapakra

ot 59 (36,9) 238 (27,6)

XpoHuyeckasi 60J1e3Hb MoYeK

Chronic kidney disease 28(17.5) 130 (15,1)

AHemus

Anemia 43 (26,9)* 173 (20,1)*

[naykoma

Glaucoma 33 (20,6)* 111 (12,9)*

MakynsipHast aucTpodust ceTIaTKN

Macular retinal dystrophy 17(10,6) 92(11,4)

OHKoJIoThnYecKue 3a00eBaHs Pa3IMYHbBIX OPraHOB U TKaHEM 32(20,0) 180 (22.3)

Oncological diseases of various organs and tissues > >

Bapuko3Has 601€3Hb BeH HUXKHUX KOHEYHOCTEM

Varicose veins of the lower extremities 41(25.6) 232(28,8)

CaxapHblii TabeT 2-ro TUIa

Type 2 diabetes mellitus 31719,3) 163 (18,9)

. 25 (15,6)*
ATepocKiiepo3, CTEHO3UPYIONINH neprdepruieckre CoCymbl (TONBKO Y MYXUHEH) 57 (6,7)*

Atherosclerotic stenoses of the peripheral vessels g
(only in men)

HSBGHH&H 60JIe3Hb XKeTyIKa 1/ TBEHAIIIATUTIEPCTHOM KUK 25 (15,6) 118 (13,7)

Gastric and/or duodenal ulcer

XPpOHUYECKUI XOJEIIUCTUT, KeTueKaMeHHast 00JIe3Hb
Chronic cholecystitis, gallstone disease 96 (60,0) 523 (64,9)

AnleHOMa IpencTaTeTbHOM XeJle3bl/100poKaueCTBeHHAs! THUTepIla-
31 MPEACTATEIbHOM XKee3bl 17 (10,6) 87 (10,1)
Prostatic adenoma/benign prostatic hyperplasia

XpoHnyecKast 00CTPYKTUBHAsT 00JIe3HB JICTKNX,/OpOoHXUaTbHas acTMa 6 (6) 4 (51)

Chronic obstructive pulmonary disease/bronchial asthma

Tunotupeos, TpeOyronnit HA3HAYEHUST THPEOUTHBIX TOPMOHOB

Hypothyroidism requiring thyroid hormones 10(6,25) 33(4,09)

JIBYCTOpPOHHSISI HEHPOCEHCOPHAsI TYTOYXOCTh

Bilateral sensorineural hearing loss 152 (95,0) 738 (91.,2)
9(5,6) 14 (1,7)

8;2202:;5;; 3 (TOJIBKO Y >KEHIIVH) (TOJIbKO y XKEHIIIMH)

P (only in women) (only in women)
Wunexc komopougHoctu o Charlson 9,6+22 8,8+ 1,9

Charlson comorbidity index

*p <0,05 (0sycmoponnuii mecm Puuepa).

*p <0.05 (two-sided Fisher test).
|
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Tabmuua 4. Tonueckas xapakmepucmuka ucxo006 nadeHuli 8 CMayuoHa-
e y nayuenmos cmap4eckoeo 603pacma

Table 4. Topical characteristics of in-hospital fall outcomes for elderly
patients

TpaBma Jlokanm3amus Yuciio ciryyaeB
JlyyeBas KOCcTh B TH-
IIAYHOM MECTe 2
Radius in the usual place
Ileiika 6eapeHHON
KOCTU 8
Neck of femur
Tlepenom
Fracture Pero/ pe6pa 7
Rib/ribs
Koctu HOCa 1
Basal bones
'V KOITYMKOBBI TTO-
3BOHOK 1
Coccygeal vertebra V
KirounyHo-akpomu-
AJIBHBIN CyCTaB 1
BoiBux Acromioclavicular joint
Dislocation
Ilneuesoii cyctaB 3
Shoulder joint
Tonosa 3
Pana Head
Wound KoneuHocTu 4
Extremities
KoneHHbli cycTaB 2
Tpasma Knee joint
Injury JlokTeBoii cycTaB 1
Elbow joint
3akpbITas ye-
pEemHO-MO03roBast 1

TpaBma
Closed-head injury

y 7 MaIiieHTOB, BEIBUXOB — Y 4, TIepejioMa Kocteit —y 19,
3aKPBITOM YePEITHO-MO3TOBOM TPaBMBI — y | TTAIIMEHTKH,
KpOMe TOTO, Y 4 TAlIEHTOB BHISIBJICHBI TPAaBMbI CYCTaBOB.
B 2 cirygasix mameHUsI 3aBePIIIIMCH JIETATbHBIM MCXOI0M
(keHIIMHA 83 JIET B pe3y/IbTaTe pa3BUTHS IIepeIoMa Ieii-
KU Oempa; XeHIMMHa 94 JieT — IepejoMa KOCTeil Hoca
W BHYTPEHHETO KPOBOTEUYCHMS). XapaKTepHOIl 0COOEH-
HOCTBIO TTAJCHUI, COMPOBOXIAIOIINXCS TPABMOI, OBLIO
TeHACPHOE pa3IMyrMe — 3HAYUTEJIbHOE IIpeoliiamaHue
KEHITUH (TIEpeIOMBI B PE3yJIBTaTe MaIeHUS BBISIBICHBI
y 18 XeHIH 1 1 My>kanHBl). M3 34 TalineHTOB ¢ aaeHu -
€M, COIIPOBOXIAIOIINMCS Pa3BUTUEM TPaBMHI (Ta0II. 4),
ObUTM 29 XEHIIWH U 5 MY>KYMH.

Jnga yaudukauun odbpadbotku gaHHbIX 1Mo JIC Hamu
OBLI COCTABIICH CITMCOK WX MEXKIYHAPOIHBIX HEITATEHTO-
BaHHBIX Ha3BaHWI M3 JIMCTOB Ha3HAYCHUI, Kyma TaKXKe
OBLT BHECEHBI BCEe KOMITOHEHTHI KOMOMHMpPOBaHHBIX JIC.
AymuT nmcra HasHauYeHWM BKIOYan KojmdectBo JIC,
a TaKKe BpeMsI X Ha3HAYCHUST I OTMEHBI.

Takke OBIT MPOBEICH aHAIM3 TT0 OIIPeAe/ICHUIO OTHO-
meHus maHcoB (odds ratio, OR) my1st Kaxkmoro u3 paccMma-
TpUBaeMbIX (pakTopoB pucKa (Tadiu. 5). M3 pesynrsratoB
aHaM3a CJIeyeT, 4To Ipu 95 % NoBepuTEIbHOM UHTEpBase
(A1) daxropsl Bo3pacTa, ITOTMMOPOMIHON OTSATOIIEHHO-
CTH U JIEKAPCTBEHHOT'O 0OpeMEHEHM S IIPUBOISAT K YBEJI -
YEHMIO PUCKa MAAeHMS Y TAIIMEHTOB CTapYeCKOro Bo3pa-
cta. HauGonee 3Ha4yMMbIM (DaKTOpPOM pHCKA IMadeHUA
okasajics Bo3pacT (OR 2,581; 95 % AU 1,7806—3,7414).
K moBbl1IeHIIO pUCKA HaAeHUI TAKXKE IPUBOAUIN YBEIU-
yeHue noaumopouaHoctu (OR 1,9365;95 % AN 1,3697—
2,7377) u BeIpaxkeHHOCTH noymmparmasuu (10 JIC u 60-
nee) (OR 1,3552; 95 % AN 0,7717—2,3801). I1pu stom
He OOHApPYKEHO JOCTOBEPHBIX Pa3IM4uii B TOKA3aTesIX
KOMOPOMIHOCTH Y TTAIIMEHTOB B MCCJIEMYeMBIX TpyIIIIax,
OIHAKO, KaK ObLIO yKa3aHO paHee, HaMU BbISIBJICHbI 3a-
0oJieBaHMSI, CITOCOOHbBIE TTOBLICUTh PUCK MaAeHUI (I1aTO-
JIOTMSI OPraHOB 3PEHUS, aTEPOCKIIEPO3 MepudeprudecKux
COCYIOB, aHEMHUsI), KOTOpble HEe BK/IIOYEHBI B IIKAILy
pacuera nHaekca komopouaHoctu no Charlson.

Knunuyeckuii cnyyaii

Hayuenmka X., 92 anem, na 2-ii denv eocnumanuzayuu
nepenecaa nadexue, KOmMopoe ConPOBONCOAN0Cs MPABMOU —
nepenomom wietiku 6edpa. /s ocmeocunmesa nayueHmKa
ObL1a nepesedena 6 mpasmamonouecKoe omoeaeHue u npo-
onepupogatna Ha 7-il dens nocae mpasmol. [locaeonepayuon-
Hblll Nepuo0 0CAONCHUACS PA3GUMUEM OCMPO2O HADYULeHUS.
M03206020 Kpo8oobpaweHus Ha 12-e cymiku nociae onepayuu.
JanvHeliwee nevenue u peabuiumayus NAYUEHMKY NPOXO-
OunY 8 YCA0BUSX PEAHUMAUUL U HEBPOAOLUMECK020 OMOeACHUs,
cocmasunu 48 Koiko-0Hell u nompe6oganu 00NOAHUMENbHBIX
pecypcoe kaunuxu. Taxum obpaszom, nadenue pesxo yxyouu-
A0 COCMOsAHUE 300P08bs U KA4ECME0 JHCUSHU NAYUCHMKU.

Y navuenmxu ommeuanocs HeckoAbKO aKkmopos pucka
nadenuss — 6o3pacm, noaumopoudHocme (9 3abonesanuil,
unoekc Kobopoudonocmu no Charison 11) u noaunpaemasus
(eti 6b110 Ha3HaueHo 9 neKapcmeeHHbIX nPenapamos, npu4em
4 u3 Hux omnocunucs k JICIIPII).

06cy:xneHue
ITo nosiyyeHHBIM JAHHBIM MOXHO C/I€JIaTh HECKOJIbKO
BBIBOJIOB O BO3MOXHON IMPUINHHO-CJICACTBEHHOMN CBSI3U
MEXIY BO3PacTOM, IMMOJUMOPOUITHOCTBIO, TTOIUITparMasm-
el ¥ MaJieHUIMH Y TTAalIMEHTOB CTapUYeCKOro BO3pacTa:
* PWCK ITaIeHUsI YBEIMINBACTCS C BO3PACTOM;
* TTOJIMMOPOMIHOCTh ACCOLIMUPYETCSI C TTOBHITIICHHBIM
PUCKOM TTAICHHUS
* TIoJIMIIparMasusl HaOJomaaach B 00emX Tpymiax Ia-
IIMEHTOB CTAap4YecKOro Bo3pacTa, OJHAKO B TPYIIIE
MaIMEeHTOB, MCIBITABIINX ITaJIcHUE B CTAIIMOHAPE, OHA
Obl1a 00J1ee BHIPAXKEHHOIA;
* TIOJIMITparMa3us BO3pacTaeT ¢ YBEIMICHEM BO3pacTa
¥ KOJIMIECTBA COMYTCTBYIOIINX 3a00JIeBaHNIA,
* TSDKECTh TPAaBMBI IIPY MAJICHUM HE 3aBUCUT OT MCCIIe-
IyeMBIX HaMH (haKTOPOB pHUCKa.
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Tabmmua 5. Pacuem omHoweHUs Wancog akmopos pucka nadeHull y nayueHmos ¢ cepoetHo-cocyoucmsimu 3a001e6aHUIMU CMAP4ecKo2o 603pacma

Table 5. Calculation of odds ratio for fall risk factors in elderly patients with cardiovascular diseases

Fall risk factor 1% group

(n=160), n (%)

Boapacr, nert:

Age, years:
crapiie 85 115
older than 85
muiaziie 85 45
younger than 85

TTonuMopOUIHOCTH:

Polymorbidity:
Oosee 8 3a00IeBaHMIA 97
more than 8 diseases
MeHee 8 3a00JIeBaHUIA 63
less than 8 diseases

Nunexc komopouaHoctu o Charlson:

Charlson comorbidity index:
oouee 12 17
higher than 12
MeHee 12 143

lower than 12

IMonunparmasusi:

Polypragmasia:
6oiee 10 JIeKapCTBEHHBIX CPEICTB 82
more than 10 drugs
MeHee 10 JieKkapCTBEHHBIX CPENICTB 78
less than 10 drugs

2™ group
(n=806), n (%)

Odds ratio 95 % confidence interval

401 0,0001 2,581 1,7806—3,7414
405
357 0,0002  1,9365 1,3697—2,7377
449
65 0,53 1,3552 0,7717—2,3801
741
302 0,0019  1,7545 1,2472—2,468
504

JOMOTHUTENBHO CIIEAYET OTMETUTH, YTO KEHIIWUHBI
OTHOCHTCS K OoJiee yI3BUMOI KaTETOPUHU U 00Jiee CKIIOH-
HBI K TAACHUSIM, OCOOEHHO MPU YBETMYEHUU BO3PACTHOTO
MOKAa3aTeNsl.

3akniouenue

YV naiueHToB ¢ CepaeYHO-COCYAUCTBIMU 3a00JIEBAHU-
SIMU CTapYECKOTO BO3pacTa, MMEIOIINX ITOBBIIIIEHHBIN PUCK
MaaeHuM, TOJKHBI 00s13aTeTIbHO BISIBISITHCS MPOTHOCTH-

YECKM 3HAYMMbIE (DAKTOPBI PUCKA, K KOTOPBIM OTHOCSITCS
BO3pACT, TOTMMOPOUIHOCTD, M30bITOUHOE HazHaueHwue JIC.
W3 nepeuncieHHbIX (haKTOPOB prcka MOIUMDUITMPYEMBIM
ToKa3aTesieM SIBISIETCS TOJIKO TTOMIParMasusi, mpudem
CHIXEHUE JIEKAPCTBEHHOTO OpeMEHU TO3BOJISIET YMEHb-
LIUTb PUCK NafaeHus. MUHUMM3A1MS OOLLEeT0 KOJIMYECTBa
nomyyaembix JIC kak 60pb0a ¢ rmonumparmMasueil, a Takke
nernpeckpaiionar JICITPIT MoryT crioco6CTBOBATh CHILKE-
HUIO YaCTOTHI TTAIEHUH Y TTAIIMEHTOB CTAPYECKOTO BO3PACTa.
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KNuHuKo-reHemuyecKue xapakmepucmuxu
HOBbIX annenbHbIX BapuaHmoB cudapoma MoBam-Buncona,
o6ycnosnesHoro Mymauusamu B rese ZEB2

H. A. Akumosa'!, T. B. Mapkosa', ®@. A. Konosaiios?, A. B. Auroner?, E. JI. Taxaum’

'@BTHY «Meduko-eenemuueckuii Hayurblii yenmp»,; Poccus, 115478 Mockea, yr. Mockeopeuve, I;
2000 «lenomeo»; Poccus, 115093 Mockea, [lodonsckoe uiocce, 8, kopn. 5

Konmaxmui: Upuna Anexceeena Axumosa akimova@med-gen.ru

K Hacmoswemy epemeru onucano 60avuioe KOAUHECMBO MOHOLEHHbIX 3A001€8AHULL U CUHOPOMOS, 8 KAUHUHECKOU KapmuHe KOmopbix
Habawdaromes cydopoeu, 3a0eprucKka memnog NCUxopeueso2o pazsumus u ousmopguueckue uepmot cmpoerus. OOHUM U3 HacaeocmeeH-
HbIX CUHOPOMO8 CO cheyuduueckum penomunom seasemesi cunopom Moeam— Buacona. Jlns e2co duaenocmuku UChoab30844U KOMNAECKC
Memodoe 00cAe008aHUA: 2eHEAN0UHECK ULl AHANU3, HEBDONOLUMECK UL OCMOMD, OUEHKY UHMEANCKMYANbHO0 PA3GUMUSL C NOMOULbIO NCU~-
X0M02UHECKUX MECMO08 U CEKBEHUPOBAHUE IK30MA HOB020 NOKOAeHUS. B pesyromame nposedenus cek8eHUpo8anus 3K30Ma no naHeau
26HO8, OMBEEMCMBEHHbIX 30 803HUKHOGEHUE HACACOCMEEHHbIX INUACNCUL, 6bls8AeHbl 2 G0NbHBIX Pa3Ho20 noaa 6 eozpacme 10 u 5 aem
C panee He ONUCAHHbIMU Mymayuamu ¢ eene ZEB2 ¢ eemeposueomuom cocmosnuu. Knunuveckue nposieienust 3a001€6anus y smux na-
YUeHmMos ObLAU PA3HOI CMENeHU GbIPANCCHHOCMU, YO MONCHO 00BACHUMb ¢ MOUKU 3peHUS. YYHKYUOHANBHOU 3HAYUMOCIU GbIS6ACHHBIX
usmeHenuil. Pasnoobpazue kaunuueckux nposéaeHuti 00H020 U mo2o dice 3a601e8aHUs NPUGOOUM K 3HAHUMEAbHbIM MPYOHOCMAM 8 HO-
cmanoeKe 0uaeHo3a, 00HaKo 6aazodaps 6HeOpeHUo 80 8PAYEOHYI0 NPAKMUKY Memo0a CeK8eHUPOBAHUs IK30MA HOB020 NOKOAEHUS I~
gekmugHocmb OUASHOCMUKU HACAeOCBEHHbIX 3a001e6AHUI U CUHOPOMOB, 8epUpUKalUs KOMOPbIX 00420e 8pems Oblaa 3ampyoHeHa,
SHAYUMENLHO NOBLICUAACD.

Karoueewie caosa: cunopom Moseam— Buacona, cydopoeu, dusmopguueckue uepmel, een ZEB2

Jlasa wumuposanus: Axumosa U.A., Mapkoea T.B., Konosanoe D.A. u dp. Knunuko-eenemuueckue xapaKmepucmuku HOBbIX AANeAbHbIX
sapuanmoe cunopoma Moeam— Buacona, o0ycaoearennozo mymayuamu 6 eene ZEB2. Heperno-mouumueunvie 6onesnu 2018,8(3):28—33.

DOI: 10.17650/2222-8721-2018-8-3-28-33

Clinical and genetic characteristics of new allele variants
of the Mowat—Wilson syndrome caused by ZEB2 gene mutations

1. A. Akimova’, T. V. Markova’, F. A. Konovalov’, A. V. Antonets®, E. L. Dadali’

'Research Centre of Medical Genetics; 1 Moskvorech’e St., Moscow 115478, Russia;
2Genomed; Build. 5, 8 Podol’skoe Shosse, Moscow 115093, Russia

To date, a large number of monogenic diseases and syndromes, in the clinical picture of which there are convulsions, a psycho-speech devel-
opment delay and dysmorphic features have been described. One of the hereditary syndromes with a specific phenotype is the Movat—Wil-
son syndrome. To diagnose the syndrome, a set of survey methods was used: genealogical analysis, neurological examination, evaluation
of intellectual development with the help of psychological tests, and sequencing of the new generation exome. As a result of sequencing exome
on the panel of genes responsible for the emergence of hereditary epilepsy, two patients of different sex at the age of 10 and 5 years were iden-
tified with previously not described mutations in the ZEBZ2 gene in the heterozygous state. Clinical manifestations of the disease in these pa-
tients were of varying degrees of severity, which can be explained in terms of the functional significance of the changes detected. The variety
of clinical manifestations of the same disease leads to considerable difficulties in diagnosing, however, due to the introduction of the next-
generation sequencing in medical practice, the effectiveness of diagnosing hereditary diseases and syndromes, the verification of which has
been difficult for a long time, has increased significantly.

Key words: Mowat—Wilson syndrome, seizures, dysmorphic features, gene ZEB2

For citation: Akimova 1. A., Markova T.V., Konovalov F.A. et al. Clinical and genetic characteristics of new allele variants of the Mowat—
Wilson syndrome caused by ZEB2 gene mutations. Nervno-myshechnye bolezni = Neuromuscular Diseases 2018,8(3):28—33.
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HepBHo-Mblweunbie O JIE3HH

Bsepexue

K Hacrostmemy BpeMeH! OICcaHOo 0O0IbIIT0oe KOTNIe-
CTBO MOHOTEHHBIX 3a00JIEBaHWIT M CHHIPOMOB, B KIIMHH -
YeCcKOM KapTUHE KOTOPbIX HA0II0AAI0TCS CYIOPOTH, 3aJ1E€P-
JXKa TEMITOB TICMXOPEUYEBOT0 Pa3BUTHS U TU3MOPGUICCKIE
yepThl CTpoeHUsA. HecMoTpst Ha TO, 9TO (heHOTHITYECKIE
MMPU3HAKN HEKOTOPBIX CHMHAPOMOB MOTYT OBITH BechMa
crnenuWIHBI, 10 HeJaBHETO BPeMEHM MX JMArHOCTHKA
He BBITIOJIHSIIACH B CBSA3M CO 3HAYMTEIIFHBIMU pa3MepamMu
TeHOB, OTBETCTBEHHBIX 32 X BO3ZHMKHOBEHHE, OOYCIOB-
JIMBAOIINX 3HAYNMBbIC SKOHOMHMYECKHE 3aTPaThl HA MPO-
BelleHNEe MOJICKYISIPHO-TEHETUICCKIUX METOIOB TUArHO-
ctuku. OMHAKO C MOSIBIICHUEM B KIIMHNYECKOM ITPAaKTUKE
MeTOIa CEKBEHMPOBAHWSI HOBOTO TTOKOJICHHSI, TIO3BOJISTIO-
IIETO OTHOBPEMEHHO ITPOBOIUTD aHAIN3 OOJIBIIIOTO KOJIH -
YecTBa F€HOB, CYIIECTBEHHO MTOBBICHIIACH 3(PHEKTUBHOCTD
JMIMAarHOCTUKW HACAEACTBEHHbBIX CHHIPOMOB, B TOM YHCJIE
WX PeIKNX BApMAHTOB, KIMHUYIECKUE TIPOSBICHUS KOTO-
PBIX He OBLIM M3BECTHHI IIMPOKOMY Kpyry Bpaueid. Omm-
CcaHWe KIMHUKO-TEHETHYCCKMX XapaKTECPUCTUK TaKUX
CHHAPOMOB IT03BOJISIET PACITMPUTD IIPEICTABICHUS O TI0-
JmMopduzMe UX (GeHOTUITMISCKHUX TTPOSIBIICHU 1 3THO-
IMAaTOTeHETUYECKNX MeXaHN3MaX MX BOSHUKHOBCHMSI.

OmHMM U3 HACJIEICTBEHHBIX CHHIPOMOB CO CITCLIM(DH-
YeCKUM (DeHOTUTIOM SIBIISIETCS CMHApOoM MoBaT—Bmircona
(CMB), BmepBele omucaHHbii D.R. Mowat m coaBT.
B 1998 1., KOTOpBIE COOOIIWIN O 6 MALMEHTaX CO CHIXE-
HHUEM MHTEJJICKTAa, TUIEBBIMU TU3MOPDUSIMU, MUKPOIIC-
danmeii, 3amepKKOM (PU3NIECKOTo U IICUXOPEIEBOTO pa3-
BUTUSA U 00J1e3HbI0 [upmmnpyHra [1]. Y 1 u3 aTux 601bHBIX
IIPY UCCIICIOBAaHUM KapHUOTHUIIA BBISIBJICHA JeICIINs B 00-
JIACTU XpOMOCOMBI 2q22-q23, 4TO 1aJI0 OCHOBaHME TIpe-
ITOJIOXKUTh, YTO TeH, OTBETCTBCHHBIN 3a 3aboyieBaHMUE,
JIOKanu30BaH B 3ToM pernoHe. B 2001 1. pgagoM aBTOpOB
OBbUIM OTMCAaHBI OOJIBHBIC C (PEHOTUITMICCKUMU XapaKTe-
puctukamu CMB, nmeromme reTepo3uroTHEIE MyTaIuy
B rene ZEB2 [2—6], 10Kyc KOTOPOTo KapTHPOBaH Ha JUTMH-
HOM 1uIe4Ye XpoMocoMbl 2. K HacTosieMy BpeMeHH B JIN-
Teparype onucaHo 0ojee 170 O0JBHBIX ¢ BaprabeIbHBIM
¢denornnom CMB 1 monTBepkIeH ayTOCOMHO-TOMWHAHT-
HBII THUII €T0 HacIeMOBaHYs. BBISIBICH ITUPOKUIA CIIEKTP
(eHOTUITITIECKUX TTPOSIBIICHUI 3TOTO CUHIPOMa, KOTOPHIH
BKJTIOUAeT HU3KOPOCIOCTb, MHUKpOILe(haInio, CHUHIPOM
[upimmpyHra, THIIOTOHUIO, CYIOPOTH, TUIIOCTIAANIO, JIe-
(heKT MEXTIpencepIHOI M MEACKEITYIOUKOBOI TIEPEropoIoK,
CTCHO3 JIETOYHOI apTepwy, KPUITOPXU3M, THITOILIA3UIO
MO30JIMCTOTO Tejla, OTCYTCTBUE PeYU M MHOXKXECTBEHHBIC
JINIIEBBIC TM3MOPGUHN — TJIa3HOM TUIIEPTEIOPU3M, TITO3,
AHTUMOHTOJIOMIHBIN pa3pes INa3, CYOMYKO3HYIO pacile-
JIMHY Heba, IIMPOKO paccTaBlieHHbIE 3yOhI [7, 8]. OqHako
IIpY TIPOBEACHUHN KIMHUKO-TEHETUYECKUX KOPPEIISIINIA
IOKa3aHO, YTO y OOJBHBIX C Pa3TUIHBIMM MYTaIUSIMU
B reHe ZEB2 oTMedyeHa 3HAYMTEIbHAS BapruaOeIbHOCTD
KakK CIIeKTpa, TaK U TSLKECTH KITMHUIECKUX TTPOSIBIICHUA.

Ieap ncciaegoBanusi — onvcaHWe KIMHUKO-TEHE-
TUUYECKHUX XapaKTepuCcTHK 2 manueHToB ¢ CMB, 00yciioB-

JIEHHBIM paHee He ONMMCAHHBIMU Fe€TEPO3UTOTHBIMUA MyTa-
uusamu B rede ZEB2.

Mamepuanbl u Memopbl

JIIs 1MarHOCTUKM CUHAPOMA MCIOJIb30BAIU KOM-
TUTEKC METOIOB 00CIeIOBAHMS: TeHEATOTHICCKII aHAIIN3,
HEBPOJIOTHIECKU OCMOTP, OLIEHKY MHTEJUIEKTYaIbHOTO
Pa3BUTHS C TIOMOIIBIO TICMXOJIOTUIECKUX TECTOB (METOI
Bekcnepa u tect IynuHad) u ceKBeHUpOBaHUE 3K30Ma
HOBOTO MTOKOJICHUS.

JHK Beimensav mo ctaHgapTHoi Metoguke. CekBe-
HUPOBaHUE 3K30Ma IMPOBOAMIN Ha cekBeHaTope [llumina
NextSeq 500 co cpenHuM MOoKpeITHEM He MeHee 70—100x
C MCIIOJIb30BaHUEM MaHe Iy, BKiIovatolei 6ojee 600 re-
HOB, MyTaIliH B KOTOPBIX OTBETCTBEHHBI 32 BOSHUKHOBE-
HHE U3BECTHBIX 32a00JIEBaHUIA I CHHIPOMOB, COITPOBOXIA-
foruxcs cynoporamu. OIIeHKY MAaTOTeHHOCTH BapHWaHTa
BBITIOTHSIIN corytacHO peKoMeHmarssMm ACMG (American
College of Medical Genetics and Genomics, AMepuKaH-
CKMi1 KOJUTESIK MEIUITMHCKOM TeHeTUKN I TCHOMUKM) [9].

BrisBiIeHHBIE TIPW TIPOBEIEHWHM MAacCOBOTO ITapaj-
JIETbHOTO CEeKBEHUPOBAHUS M3MEHEHHUS HYKIICOTHIHOMN
TOCJIeIOBATEIEHOCTHI OBLITH TTOATBEPKICHBI METOIOM IIpSi-
MOT'0 aBTOMAaTYECKOTO CEKBEHMPOBaHUsI 110 CIHTEpY C UC-
TOJIb30BAaHNEM OJINTOHYKJICOTUIHBIX IpaiiMepoB, KOM-
TUIEMEeHTaPHBIX IOCIICA0BATEIFHOCTSIM, (DIIaHKUPYIOITNM
TOCIeN0BaTeIbHOCTh MHTPOHA 1 1 3k30Ha 10 rena ZEB2
(NM_014795.3). Naunbie obiaactvi ObUTA UCCIEIOBAHBI
W'y POOUTENICI OOJTBHBIX.

VY ponuteneit mpodbaHgOB ObLIM MOIYyYE€HBI TUChbMEH-
HbIe THOOPMHUPOBAHHBIE COTJIACHS HA TIPOBEICHIE MOJIC-
KyJISIPHO-TEHETUYECKOTO TECTUPOBAHMS 00pa3IIOB KPOBU
¥ pa3pellieHre Ha aHOHUMHYIO ITyOJIUKAINIO Pe3yIbTaTOB
HCCIIeIOBAaHUS.

Pesynbmambl

B pesynpraTe mpoBeneHUsI CEKBEHUPOBAHUS 3K30Ma
MO ITaHEeJIW TeHOB, OTBETCTBEHHBIX 3a BO3HMKHOBEHHE
HaCJIeICTBEHHBIX SIUJICTICHIA, BBISIBJICHO 2 OOJIBHBIX pa3-
HOTO T10J1a B Bo3pacte 10 1 5 JieT ¢ paHee He ONMMCaHHBIMU
MyTalusiMu B reHe ZEB2 B TeTepO3UTOTHOM COCTOSTHUM.

IepBrIii 60abHOM — MaTbuuK 10 JIeT — eAMHCTBEHHBIN
pebeHOK B ceMbe. Pomurenu 3M0poBBI, B POACTBE HE CO-
croat. Poguiicst ot 1-i1 ¢pu3nosiornyecku IpoTeKaBIlei
OepeMeHHOCTH, B CPOK, ¢ Maccoit Tena 3200 1, mImHOIM
52 cm. 3akpuyan cpasy. OueHka 1o mkaje Amrap 8/9 6aj-
J0B. PaHHee TIcMxoMOTOpHOE pa3BUTHE IIPOTEKAJIO C 3a-
nepxKoii. [onoBy mepxut ¢ 5 Mec, cuaut ¢ 10 Mec, XonuT
6e3 mogmepxku ¢ 2 jetT. C 3 J1eT cTajl TOBOPUTH OTIETbHBIE
cJ0Ba, ¢ 4 — HecKoJbKo (pa3. Ha MoMeHT ocMoTpa pede-
HOK TOBOPHUT IIPOCTBIC (Dpa3bl U BHITIOTHSIET HECIOXHBIC
WHCTPYKIMHU. HaBBIKY OTIPATHOCTH ¥ CAMOOOCTYKIBAaHMS
copmmpoBaHbl. OOydaeTcs BO BCIIOMOTaTEILHOM IITKOJIe
BO 2-M KJacce. YcIleBaeT OYeHb IIoxo. Poct pebGeHka
cocraBisieTr 140 cm, Mmacca tena — 37 kr. IIpu ocmoTpe
BBISIBJIEHBI MAJIBIE IPU3HAKY TU33MOpPHOTEHE3a — OOJIBIION
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HOC, TIOJTHAsT HIDKHSIS Ty0a, KOPOTKMI (DHIIETP, OTTOIIBI-
peHHbIe 1e(OPMUPOBAHHBIC YIITHBIC PAKOBUHBI C MACCHB-
HBIMU TTOBEPHYTHIMH BITepea MOYKaMmu (puc. 1), a Takke
TUITOCITAIsI U IBYCTOPOHHMI KpUIITopxu3Mm. [1pu HeBpo-
JIOTMIECKOM OCMOTPE OYaroBOM CUMIITOMATUKI HE BBISIB-
neHo. M3 aHaMHe3a M3BECTHO, YTO Y peOcHKA B TeUYCHHE
KM3HM TPYKIBI BOZHUKAIN (eOprIbHBIC cymopord (B 1,5;
3 1 6 j1eT) ¥ 110 JAaHHBIM HOYHOTI'O 3JIEKTPO3HLEdaorpa-
duyeckoro (B3I') MOHUTOPMHTA TIEPUONMIECKU PETH-
CTPUPOBAJACh MYJIBTHUPETUOHAIbHAS SIUJICIITHICCKAS
aKTUBHOCTH. K MOMEHTY OcMOTpa pebeHOK He TOIydaeT
IIPOTHUBOCYIOPOXHYIO Teparunio, TaK KaK CyIOpoTr He OT-
Meuajoch B TedeHue 4 jeT. [1pu mpoBeneHUM MarHUTHO-
pe3oHaHcHoM ToMorpacduu (MPT) roroBHOro Mo3ra mna-
TOJIOTUM HE BBISIBIICHO.

[Ipu BHITIOTHEHNUN CEKBEHMPOBAHMS 3K30Ma I10 TMa-
Henu «HacnencTBeHHbIe SMIMICIICUN» Y TIpobaHaa oOHa-
pyXeHa paHee He OIMCaHHas HYKJICOTHUIHAs 3aMcHa
¢.-69-1G>C B unrpone 1 rena ZEB2. Ha ocHoBaHUU OT-
CYTCTBUSI 3TOM HYKJICOTHUIHON 3aMEHBI B KOHTPOJBHBIX
BeIOopkax «1000 renomos», ESP6500 1 EXAC m maHHBIX
0 TOM, YTO OHA HAPYyIIaeT KAHOHMYECKWI CAalT CIUIAICUHTIA,

Puc. 1. Domo nayuenma 1

Fig. 1. Foto of patient number 1

BBISIBJICHHBIN aJlJIeIbHBIM BapUAaHT OBUT OTHECEH K KaTe-
TOpHU «BepOSITHO TTaToreHHbIN». [IpoBeneHa Bepupuka-
MST MyTallMM CeKBEHNpOBaHMeM 110 CIHTepy, B pe3yJIbraTe
KOTOpOM HaJIM4Me MyTallMH y IIpobaHaa OBLIIO TTOATBEP-
XKIEHO. Y poauTeNeil JaHHON MyTallui He OOHAapy:KeHO,
YTO CBHIETEIBCTBYET O €€ IIPOUCXOXICHUM de novo. OT-
CYTCTBHE BapuaHTa y POAUTENIei IpodaHOa ITO3BOJIMIO
OTHECTH 3aMEHY K KaTETOPUU «ITaTOTEHHBIN» U CYUTATH €€
MIPUINHOM 3a00JIeBaHMS y TTallieHTa. B moJb3y maroreH-
HOCTH BBISIBICHHOM MYTaIlM MOTYT TaKXKe CIIYKUTh Pe-
3yabTaThl, noxydeHHble C. Zweier M COaBT., KOTOpPBIC
B 2006 1. OOHAPYXWIM APYTYI0O HYKJICOTUIHYIO 3aMeEHY
B TOH e TO3UIINM Y MallMeHTa ¢ MITKOI popMoit peHo-
tirmra CMB [10].

Hpyrast 6onbpHast — JeBOYKA S JIeT, poauiach oT 4-ii be-
peMeHHOCTH (1-5 6epeMeHHOCTh 3aKOHIIIACH POXKICHM -
€M 300POBBIX MOHO3UTOTHBIX OJIM3HEIIOB MY>KCKOTO I10J1a;
2-9 — 3aMeplas 6epeMeHHOCTh B 8 Heldl;, 3-9 — MeauKa-
MEHTO3HBIN a00pT), MPOTeKaBIIei Ha (poHE YIPO3BI IIpe-
peiBaHus B 20 1 36 Hel, OT 2-X CPOYHBIX POJAOB, C MAaCCOM
tena 3200 r, mmHOM 51 cM. 3akpuyama cpasy. OueHka
110 mKaje Anrap 8/9 6amtoB. Ponutenu 3mopoBHI, B poa-
CTBE He COCTOSIT. PaHHEe IICMXOMOTOPHOE pa3BUTHE TIPO-
TeKaJo ¢ 3amep:kKoit. [0JI0BY IepXuUT ¢ 5 Mec, cCaMOCTOsI-
TEJIbHO CUIUT C 8 Mec, XoauT ¢ 1 roga 6 Mec Ha IIMPOKOit
OCHOBE C TIOMHATBIMU M COTHYTHIMH B JIOKTSX pyKaMmu
1 CJIOXEHHBIMH «B 3aMOK» KHCTSIMHU. C 2 Mec poauTen
JIEBOYKM 3aMedayii y Hee «3aCThIBaHUSI» HECKOJILKO pa3
B neHb. [1pu ipoBeneHnM Bumeo-DD -MOHUTOPUHTA BbI-
SIBJICHA MYJIBTUPETHOHATbHAS STMJICTITU(OPMHAS aKTHB-
HOCTh. Ha MOMEHT ocMOTpa AeBOYKA ITOTyJacT IIPOTUBO-
cymopoxkHyro Tepanuio (demakuH XpoHochepa 1 30HerpaH),
Ha (hOHE KOTOPOI1 KOJTMIECTBO IMIPUCTYIIOB YMEHBIIIIOCH
J0 1 B 6 MeC 1 CHU3WICSI MUHAEKC SIMIENITUYECKON aKTUB-
Hoctu Ha DI I1pu mposenennn MPT romoBHoro mosra
CTPYKTYPHOI IaTOJIOTUH He BISIBJIcHO. Ha MOMeHT ocMo-
Tpa peOeHOK TOBOPWJI HECKOJIBKO CJIOB, OMHAKO IIPOCTHIC
WHCTPYKLIWH He BBITIONMHSI. HaBBIKM ONIPSITHOCTH 1 cCaMo-
00cTyknBaHUS COOPMUPOBAHBI HE TIOJTHOCTBIO.

I1pu ocmoTpe pebeHKa B BO3pacTe 5 JIeT BhISIBJICH Je-
¢ummT pocra u macchel tena (poct 110 cMm, Macca Tena
17,5 k1, <3 1IeHTUIICH), a TAKXKE YMEHBIIICHNE OKPY>KHOCTH
TOJIOBHI, KOTOpas cocrapiisiia 48 cM. Takke 0OHApYKEHBI
tunugHble 111 CMB nu3amMopdndeckre 4epThl CTPOCHMST:
YIJTMHEHHOE JINIIO C 3a0CTPEHHBIM ITOI00POIKOM, ITPaBO-
CTOPOHHMIA TITO3 BeKa, POTUPOBAHHBIC K3aIM YIITHEIE pa-
KOBUHEBI ¢ OOJIBIINMM, 3aTHYTBIMUA BBEPX MOUYKAMM, 3a-
KPYIJICHHBIA KOHYMK HOCA C HU3KOM MEPEropoaKoi,
KOPOTKUI GUALTP, IITyOOKM TYOHOM XKeJT000K, BEpXHSIS
ry0a B BUIe «JIyKa aMypa», TOJICTasl HIDKHSIA Ty0a (puc. 2).
[Tpu HEBPOJIOTMIECKOM OCMOTPE 0YaroBOM HEBPOJIOTHIE-
CKOIf CUMIITOMATUKH HET, TIPUCYTCTBYIOT CTEPEOTUITHBIC
IBIDKCHUSI B KHUCTSX. JIeBOUKa XOOWUT 0e3 MOMICPKKH
Ha IIPOKO PACCTaBICHHBIX HOT'aX C COTHYTBIMU B JIOKTE-
BBIX cycTaBax pykaMu. C yIeTOM 0COOEHHOCTEM MOXOIKI
U CTePEOTUITNHN, XapaKTePHBIX TSI CHHIPOMAa AHTeJIbMaHa,



OpueuHnanvHble Uccaedo8anus

HepBHo-mbiweyHbie 5OJIE3HH

Puc. 2. Domo nayuenma 2

Fig. 2. Foto of patient number 2

a TakKe Tpy0oii 3aep>KKY TICUXOPEUEBOT0O pa3BUTHUS 1 Ha-
JIMYMST CYOOPOT MPOBEICHO MOJIEKYISIPHO-TEHETUISCKOE
HCCIIeI0BaHMe, TI0 pe3yIbraTaM KOTOPOro CUHAPOM AH-
reJiIbMaHa ObLT MCKITIOUCH.

[Ipu mpoBeneHUM CEeKBEHMPOBAHMS 3K30Ma IIO Ta-
Henu «HacnenctBeHHbIE SMUIETICUN» BbISIBJIEHA paHEE He
oInMcaHHas aejienns 4 HyKJICOTHUAOB B T€TEPO3UTOTHOM
cocrostHuM B 9Kk30He 10 reHa ZEB2, mpuBoasiias K CABUTY
pamku canTbiBaHuA, C. 3100_3103delAAAG (p. Lys1034fs).
IMpoBenena BepuduUKalMs MyTallMd CEKBECHHPOBAHHEM
mo CaHrepy, B pe3yJibTaTe KOTOPOTrO HaJW4dHde MYTallnuy
y npo0aHa ObLIO MOATBEPXIAECHO. Y poauTelieil JaHHOM
MyTaIuu He OOHApPYKEHO, YTO CBUICTEIIBCTBYET O €€ TIPO-
HUCXOXIECHUU de novo.

OTcyTcTBHE 3TOM 3aMEHEBI Y 3MOPOBBIX POIUTENICH ITPO-
06aHIa ¥ B KOHTPOJILHBIX BhIOOpKax «1000 TeHOMOB», a TaK-
X€ TAaHHBIC O TOM, UYTO OHA IPUBOAMUT K HAPYIICHUIO
CHHTe3a TOJIHOPAa3MEepHOTO OejiKa, MO3BOJMINA CYNUTATH
BBISIBJICHHYIO 3aMEHY ITaTOTEHHOM M paccMaTpUBaTh ee
B Ka4eCTBEe MIPUIMHBI 3a00JI¢BaHUS Y ITAIIICHTKHA.

06cyxneHue

K HacrosmeMy BpeMeHHU B JIUTepaType OMMUCaHO He-
CKOJILKO COTEH OOJIbHBIX C MyTalLMsIMU B TeHe ZEB2, mpu-
BOISIIMMY K BO3SHUKHOBEHUIO IIIMPOKOI BaprabeTbHOCTHI
KIHW4Yeckux TiposteieHnit CMB. Paszmuuusg B criekTpe
KIIMHUYECKUX TTPOSIBJICHUMA 1 TSDKECTH TEUCHUSI CHHAPOMA
CBsI3aHBI C Pa3HBIM BIWSTHHUEM BBISIBJICHHBIX MYTallWid
Ha QyHKUMIO 6e1KoBOro nmpoaykra reHa [10, 11].

AHaIMN3 TAHHBIX JIATEPATyPhl, MOCBAIICHHBIX OITH-
CaHWI0 KIMHHUKO-TEHETUYECKUX Xapakrepuctnk CMB,
TOKa3aJl, YTO OOJBITMHCTBO ACTei poXIAIOTCs OT (PMU3MO-
JIOTMIECKH TTPOTeKaBIlell 6epeMeHHOCTH, B CPOK, C HOp-
MaJIbHBIMM TOKa3aTeasIMMu pocTa U Mmacchl tena [7]. Ha
1 romy >XU3HM y BCEX IeTE OTMeJaeTcs 3a1epkKKa TEMIIOB
TIICUXOMOTOPHOTO 1 (PM3NIECKOTO pa3BUTHS, a TAKXKe Ha-
JIMYHE CIe(UIeCKIX TU3MOPPUICCKIX YePT, KOTOPHIE
MOTYT M3MEHSITLCS IO Mepe pocTa pedbeHKa. B MmageHye-
CTBe y OOJIBHBIX YacTO OOHAPYKMBAIOTCS W30BITOYHAS
KOXXa Ha 3aTBUIKE U IIIee, PeIKIe TOHKKE BOJIOCHI, a TAaKXKe
IU3MOp(UIeCKIe YepThl CTPOCHUS JIUIIA: BBICOKMIA 100,
IVIA3HOWM TUTIEPTEIOPU3M, S3IMKAHT, CEUIOBUOHBIA HOC
C BBIIAIONITAMCS 3aKPYTIICHHBIM KOHINKOM, M-00pa3Has
BEPXHSS Ty0a, Y3KHi OCTPOKOHEUYHBI MOI00POIOK, TTOJI-
HasI WJIM BBIBEPHYTas HYDKHSIS Ty0a 1 OOJIBIINE Pa3BepHY-
THIE K3aIH YIIIU C OTHSATHIMUA BBEPX MOUKaMH |8].

ITo wacToTe BcTpe9aeMOCTH ITPU3HAKK 3TOTO CHHIPO-
Ma MOXHO PacroJIOXUTh B CIEAYIOIIEM MOPSIKE: YMCT-
BEHHAsI OTCTAIOCTh (OT yMEPEHHOI 10 Tskesoil) — 100 %,
muuesbie guamopdun — 97 %, mukpouedanus — 81 %,
cynoporu — 73 %, Gone3up Iupinpysra — 57 %, ruro-
crafust U BPOXKIEHHbIE OPOKM cepaua — 52 %, HU3KUiA
poct — 46 %, rTuInoILIa3Kus WIK areHe3us MO30JMCTOrO
tesa — 43 %, xpunropxusM — 36 % ciay4daes [7]. OGbIMHO
CITOCOOHOCTh K CaMOCTOSTENIbHOI Xompbe (popMupyeTcs
y IeTeii K Bo3pacty 15—18 mec. C MOMeHTa Hayajia camMo-
CTOSITEJIEHOM XOIbOBI HaOIIOHAeTCST crieMpuIecKast mo-
XOIKa Ha IMMPOKO PacCTaBICHHBIX HOTaX C COTHYTHIMU
B JIOKTSIX pyKaMMU.

K Hacrosimiemy BpeMeHU UaeHTUGULIMPOBAHO OoJiee
100 myTammii B reHe ZEB2, conepxartiieM 10 35K30HOB 1 KO-
JIHAPYIOLIEM OEJIOK CEMENCTBA «IIMHKOBBIX MaIbLEB». DTO
ceMelicTBO (hopMUpYyeT OIHY M3 ocHOBHBIX Tpynt JJHK-
CBSI3BIBAIOIINX OCJIKOB — CYIIPECCOPOB TPAHCKPUITLIMU.
HccaenoBanus in vitro y OOLMTOB Xenopus ITOKa3aIn
IIMPOKYIO dKCIpeccuio ZEB2 Ha cTaauy racTpyJibl ¢ 6oJiee
CHJIBHOI B3KCIpeccHMeil B HEPBHBIX TKAHSIX M KJIETKaX
HEpBHOTO I'PEeOHS HAa CTaguM HEWpYJbI, YTO yKa3bIBacT
Ha KJTIOYEBYIO POJIb OejIKa B pa3BUTUM HEMPOHOB Ha CTa-
IV TacTpyisl [12].

[TokazaHo, uto 6osiee 50 % Bcex MyTalMii COCPEIOTO-
YeHO B 9K30HE 8 TeHa. OCHOBHOE KOJIMYECTBO ITATOTeHHBIX
MYTaIUH SIBIISIOTCS ASICITUSIMU, TIPUBOISIINMHY K CIBUTY
paMKU CYUTHIBAHYSI, OMTHAKO OMCAHBI 1 MICCEHC-3aMEHBI
1 MyTaIlMU caiTa crialicuara. [1pu mpoBeaeHUM KIIMHK-
KO-TEHETHUECKHMX KOPPEJISIINA TToKa3aHo, YTO Hamboee
BBIpaXKeHHBIN (DEHOTHII, XapaKTEePU3YIOLIUICS COUYeTaHI-
eM CITeMPUIECKIX TM3MOPGUUISCKIX YePT JIMIIA, 00JIe3HU
[upmmpyHra 1 3HaYMMOT0 MHTEJJICKTYaIbHOTO eI -
Ta, BO3HMKACT IPHU HAIMYMU JIEICIINN M HOHCEHC-MyTa-
uuit. Takum obpa3oM, IO MHEHMIO psiia aBTOPOB, OoJiee
TSDKEJIoe TeueHUe 3a00JIeBaHMS OOYCIIOBIICHO TaINIOHEIO-
cTaToyHOCTHIO [13].

[TokazaHo, 9YTO MUCCEHC-MYTAllM M MyTalllUM caliTa
CIUTaliCMHTa OOBIYHO IPUBOMAT K MEHEe BBIPaKEHHBIM
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JINTIEBBIM TU3MOPOUSIM Y MHTEIICKTyaIbHOMY Ie(DUIINATY.
[MonTBep:kIeHNEM 3TOMY MOTYT CIIY>KUTb U (DeHOTHUITIIC-
CKMe TIpOSIBJIEHUS y MepBOro Hailero 6onpHoro ¢ CMB,
¢ MyTauueii B uHTpoHe 1 reHa ZEB2, ¢ HapylieHreM (pyHK-
LIMOHMPOBAHUS CaiiTa CIUTAMCHHTA, YTO MOXHO OOBSICHUTD
00pa3oBaHNEM BHYTPEHHE YCEUEHHOTO OeJIKa ¢ OTpaHmde-
HHEeM (PYHKIIMOHAIBPHOM aKTUBHOCTU. MyTallnsi, CXOMHAsT
C TaKOBOI y HAIIIETO IIEPBOTO OOJIHLHOTO, ObLIA OIMCcaHa
C. Zweier u coast. B 2006 1. [10]. ABTOpPHI COOOLIMIN
0 5-JIeTHEM MaJTbYMKe ¢ Hepe3KO BRIpaXKeHHBIMU (DEHOTH-
maeckKuMu TiposineHnssMu CMB u oTcyTcTBHEM MHTEN-
JIEKTyaTbHOTO Ae(hUINTA. Y OOJIEHOTO HET ITAaTOJIOTMUECKIX
n3MeHeHn 1o naHHsIM M PT T0o10BHOTO MO3ra M yiIBTpas-
BYKOBOTO HCCJICIIOBaHUSI BHYTpeHHMX opraHoB. Ha Bumeo-
D8I npucyTcTBOBajIA AIMICTITUIEeCKAsT aAKTUBHOCTD, OJTHA-
KO CyZopor oTMe4eHO He Obuto. bonee msrkuii heHOTUIT
00JILHOTO aBTOPHI OOBSICHSIOT MeHEE 3HAYMMBIMU HapyIIIe-
HUSIMHA (PYHKIIMH GEJTKOBOTO ITPOAYKTA TIPY HAJTUINU MY-
TallMH B caiiTe crutaiicuara. CUUTaeTcs, 9To B 3TOM CIIyJae
HapylIEHUE CTPYKTYpPhl aKLIETITOPHOIO caiiTa MOXKET MpU-
BOIWTH K BBIPE3aHMIO 3K30HA 2 TeHa IIpH CIUIACHHTE
1 00pa30BaHUIO BHYTPEHHE YCEUCHHOTO Oejika, KOTOPHIiA
Oynet comep:kathb He 1214, a 1207 aMMHOKHUCIIOT.

¥ BTOpoOIii HaGmogaeMoit Hamu 6oJbHOI ¢ CMB nMe-
eTcs aeelnsl, He KpaTHas 3 HyKJICOTHIAM, TTPUBOISIIAS
K COBUTY paMKHU CUMTBIBaHUsI. KITMHIIecKme TTposIBIICHMS
y Hee 0oJiee BBIPAXKEHEI, YeM Y IIepBOT0 O0JIBHOTO, OMHAKO
HE JIOCTUTAIOT TAKOU CTETICHU BBIPAXKEHHOCTH, KaK Y APY-
I'UX TMAIMEHTOB ¢ TAKOTO TUTIA MyTalumsIMU. B yacTHOCTH,
y Hee OTCYTCTBYIOT CUHAPOM [MpInmpyHra, BpOKIeHHBIC
ITOPOKU CEepIlla M aTreHe31sI MO30JIMCTOTO TeIa. DTO MOX-
HO OOBSICHUTB JIOKAJIM3ALME MyTalliy B ITociieaHeM — 10-M
9K30HE T'eHa, KOTOpast MOXET MPUBOAUTH K OTCYTCTBUIO
B O6enke mrocaenanx 180 aMIMHOKMCIIOTHEIX OCTaTKOB.

Takum oOpa3zoM, BHeIpeHHE BO BpayeOHYIO TMPAKTUKY
MeTOIa CEKBEHNPOBAHMST 3K30Ma HOBOTO TIOKOJICHMSI TIPHBE-
JIO K 3HAYMTETFHOMY TTOBBIIIEHHIO 3((PeKTUBHOCTH TUATHO-
CTWIKM HACJICACTBEHHBIX 3a00JIeBaHUIT 1 CHUHAPOMOB, BEPH-
(mKalMs KOTOPBIX TOJIToe BpeMsl OblIa 3aTpynHeHa. OmHaKO
TIPY TPAKTOBKE PE3YJIBTaTOB MCCIICIOBAHNS BPaYOM-TeHETH-
KOM B psIZie CJTyJaeB BOZHUKAIOT TMArHOCTUUECKIE TIPOOIEMBI,
YTO CBSI3aHO C BEISIBJICHMEM B T€HaX OOJIBIIIOTO YKCIIa paHee
HE OIMMCAHHBIX HYKJICOTUIHBIX 3aMeH, TPUBOISIINX K BO3-
HMKHOBEHHUIO BapHAaOEIbHBIX ITO TSTKECTH U CITEKTPY (DEHOTH -
IMTYEeCKUX TIPOsIBIICHIIA. B CBsI3M ¢ 3TMM ormcaHre 60 TbHBIX
C PEOKNMH KITMHIISCKMMY CHHIPOMAaMU 1 3a00JICBAHUSIMMU,
00YCJIOBIIEHHBIMY BHOBb BBISIBICHHBIMI MyTALIMSIMH, TIO3BO-
JIIeT YTOYHUTH OCOOEHHOCTH MX KIIMHMYECKIX TTPOSIBIICHMIA
1 TTOTIOTHUTD CIIEKTP MaTOTeHHBIX MyTaLIIA B TeHAX, OTBETCT-
BEHHEBIX 33 X BOSHUKHOBEHME.

3akniouenue

K HacrosiiieMy BpeMeHU OnrcaHo 00JIbII0e KOJTUYECT-
BO MOHOTEHHBIX 3a00J/I€BaHUI U CUHAPOMOB, B KIMHUYE-
CKO¥ KapTMHE KOTOPbIX HAOII0AAI0TCS CYyI0POTH, 3a1ep>KKa
TEMIIOB ITICMXOPEUYEBOTO Pa3BUTHUS M ITU3MOpP(PUUYECKUE
4epTHI cTpoeHUs. OMHUM 13 HACIeICTBEHHBIX CHHIPOMOB
co crienududeckuM ¢peHotunoM, saeistercss CMB. K Ha-
CTOSIIIIEMY BpEMEHM B JTUTEpaType onucaHo 6osee 170 601b-
HBIX ¢ BaprabeabHbIM (peHoTUIOM CMB 1 nonrBepxxneH
ayTOCOMHO-JIOMWHAHTHBIN TUIl €ro HacjenoBaHus. Bbi-
SIBJIEH LLIMPOKUM CIIEKTp (PeHOTUMUUYECKUX MPOSIBICHUIA
3TOT0 CHHAPOMA, KOTOPbI BKIIOYAET HU3KOPOCJIOCTD,
MUKpolledaano, CHHAPOM I[upimpyHra, THMIIOTOHHUIO,
CyIOpPOTH, TUIIOCTIAANIO, NeEKT MEXITPEACEPIHOU 1 MEXK-
JKeJIyTOYKOBOM MEPeropoaok, CTEHO3 JIETOUHOI apTepuH,
KPUITTOPXU3M, TUIOIUIa31I0 MO30JIMCTOIO Tejla, OTCYTCTBUE
pedr 1 MHOXKECTBECHHBIC JIMIIEBBIC TU3MOPGUN — TJIa3HOMN
TUNEPTEIOPU3M, NITO3, AHTUMOHTOJIOUIHBIN pa3pes ras,
CyOMYKO3HYI0 pacllieIMHy Heba, IITMPOKO pacCTaBIEHHbIE
3yOhl.

I1pu npoBeaeHNU KIMHUKO-TEHETUYECKUX KOPPESsi-
114 TTOKa3aHO, YTO Y OOJIbHBIX C pa3IMYHBIMU MYTaLIUSIMU
B reHe ZEB2 oTMedeHa 3HAYMTEeIbHAs BaprabeIbHOCTD
KaK CIeKTpa, TaK 1 TSXKECTU KIMHUYECKUX MPOSIBICHUIA.
Paznnuus B ciekTpe KIMHUYECKUX MPOSIBICHUI U TSKe-
CTU TEYEHUs] CUHIpPOMA CBSI3aHbl C Pa3HbIM BIUSIHUEM
BBISIBJICHHBIX MyTalllii Ha (DYHKIIUIO OSJIKOBOTO IMPOIYKTa
reHa. [lokazaHo, 4YTO MUCCEHC-MyTallUM U MyTallMK caiiTa
CIUlalicuHIra OOBIYHO MPHUBOMIT K MEHEe BbIpaK€HHbBIM
JIATIEBBIM AU3MOPMUSIM ¥ MHTEJUIEKTYaTbHOMY IeDUIINTY.
B 1o Bpems Kak aeneuru U HOHCEHC-MYyTaluy MPUBOISIT
K BO3HMKHOBEHUIO 00Jiee TSKEJIOro TeueHus 3abosieBa-
Hust. TakuM oOpa3oM, MO MHEHMIO psiia aBTOPOB, 0oJjiee
TsIKeJloe TeueHue 3a001eBaHus1 00YCOBIEHO rarIoHe10-
CTaTOYHOCTHIO. B KadecTBe wmnmocTpaliii 3TOTro (hakTa
MIpUBEACHBI IIPUMEPHI 2 ITAIIMEHTOB C pa3INIHBIMH paHee
He OINMMCAaHHBIMU MyTallusIMu B reHe ZEB2. Y mepBoro
0OJIBHOTO C MyTalleii, BAUSIOIIE Ha CAalT CIUIAalCUHTA,
3a00JIeBaHME TIPOTEKAJI0 B JIETKOM (hopMe, TOrma Kak
Y BTOPOii MAlIMEHTKH C AeJIelIMei KITMHUYEeCKUE MPOsIBIe-
HUs 60Jiee BbIPaXKEHbI.

Takum o0pa3oM, HIMPOKUU CIEKTP KIMHUYECKUX
MPOSIBJIEHWI HACENCTBEHHbIX 3a00J1€BaHU1, B TOM YUC/IE
CMB, ompenenseTcss TUTIOM M JIOKAJIM3aIlAei MyTallHHu.
J1s1 HaWJTy4111ero MOHUMAaHMSI 3TOM B3aMMOCBSI3U U YBeE-
JIMYEHMS JAaHHBIX O pa3Maxe KIIMHITIECKOTO IOJTMMOPDM3-
Ma JaHHOTO CMHAPOMa HEOOXOAUMO ONMUCAHUE KIMHUKO-
TEHETUYECKMX XapaKTepUCTUK IMALlMEHTOB C HOBBIMU
ajenbHeIMU BapuaHntamu CMB, 00yciioBiIeHHOTo MyTa-
uugamu B rede ZEB2.
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Over a half of chronic pain (CP) patients present with cognitive complaints, which increase their disability and impact quality of life.
The paper reviews objective impairments in memory, attention, processing speed and executive function demonstrated in the CP population.
The paper also reviews common pathology underlying cognitive impairment and CP: neuroplasticity in the shared brain areas, neurotrans-
mitter and other molecular mechanisms. Common mechanisms in CP and depression precipitating cognitive impairment are also discussed.
The paper also compares the potential of different antidepressants to improve cognitive functions in depression and CP.

Key words: chronic pain, depression, cognitive impairment, memory, attention

For citation: Latysheva N.V., Filatova E.G., Osipova D.V. Chronic pain, depression and cognitive impairment: a close relationship. Nerv-
no-myshechnye bolezni = Neuromuscular Diseases 2018;8(3):34—42.

BsepeHue

XpoHuueckast 6oyb (Xb) — 310 607b, KOTOpas Mpo-
JIOJDKaeTcs 3a TpeaeiaMy TIOBPEeXISHUS 1 IUINTCS Oojee
3 Mec. OHa TIpeACcTaBIIIeT cOO0M CIT0XKHOEe MHOTO(AKTOP-
HOE COCTOSTHIE, KOTOPOE OKa3hIBAET CYIIECTBEHHOE BIIH-
STHUE Ha XW3Hb MAllMeHTOB: (PU3MIECKOE CAMOUYYBCTBUE,
TPYIOCIIOCOOHOCTD, HACTPOSHME, COLTMATBHYIO KI3Hb, COH,
OTABIX U CIOCOOHOCTb BBIMOJHSTh €XXeAHEBHbIE Aea [1].
Oxkoi10 19 % B3pocioro HaceneHus cTpanaioT Xb, koropas
CTaBUT IIOJ CEPBE3HYIO YIPO3y MX COIMAIBHO-TPYIOBOE
(GYHKIIMOHMPOBaHNME W TIPUBOIUT K CYIIIECTBEHHOMY CHH-
KEeHUI0 KayecTBa Xu3HHU [2]. 2Kanoosl Ha Xb cocTaBisioT

0K0510 20 % BU3UTOB K TepameBTy 1 Bpauy OOLLei MpaKTh-
ku. HauGonee pacripoctpaneHHoi popmoii Xb siBisiercst
XpOHUYECKast 00J1b B CIIMHE, TAKIKE IMIMPOKO pacIIpoCcTpa-
HeHBI TostoBHast 0016 (I'B), 60716 B Iee u cycTaBax.
IToMHUMO TIOCTOSTHHOIT GOJIM M COITYTCTBYIOIINX MO~
IMOHAJIBHBIX M ITOBEICHUYCCKNX HApYIICHUN Cephe3HOE
CHIDKEHME TPYIOCIIOCOOHOCTH MOXKET OBITh TAKXKE CBSI3aH-
HBIM ¢ KorHutuBHbIMY HapytineHnsMu (KH). Tak, N. Landre
U COaBT. Mokaszanu, uto y 20 % nanueHToB ¢ Xb BbIsABIS-
FOTCSI HEMPOIICUXOJIOTUIECKHE TIPOOIEMBI, KOTOPHIE MOTYT
0Kas3aTh CYIIECTBEHHOE BIMSIHUE Ha UX CTTOCOOHOCTD Bbl-
TIOJTHATH paboTy, TPEOYIOLIYIO MOBHIIIICHHOTO BHUMAHMS
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[3]. ¥ maumeHTOB ¢ reHepaanM30BaHHOM M HelpomaTnde-
CKOIi 0OJTBIO ATOT ITOKA3aTeIIh OBLI €I BBIIIE — Y KaXKI0-
ro 3-To manyeHTa OTMeYeHO KIMHUISCKN 3HAYMMOE Ha-
pylIeHNe KOTHUTUBHBIX (DYHKITHIA.

Pe3ynbraTsl MHOTOUMCIIEHHBIX UCCIEIOBAaHMI TTOKA-
3bIBAIOT, YTO MALMEHTHI C pa3IMYHbIMU BUgaMu Xb yacto
MPeIbIBIIIOT 3KaJo0bl HAa HapylleHus mamsaT [4]. Pac-
IIPOCTPAaHEHHOCTh KOTHUTHBHEIX XKaJI00 y TarnmeHToB ¢ Xb
MIPEBBIIIACT TAKOBYIO TP IPYTUX 3a00JICBAHUSIX B OOIIIEH
npaktuke. Hapymenuss mamsitu npu Xb mposiBasiroTcst
B BUJI¢ 3a0BIBUMBOCTH, IIPOOIEM C BRITIOTHECHUEM €XXe-
ITHEBHBIX OeJI U TpyoHoOCTeil Ha pabdote. [Ipu 3TomM Ha
IIpuMepe MalMeHTOB C OCTE0apTPUTOM ITOKA3aHO, UYTO
HapyIIeHrue UCIoaHuTenpHoi dhyHKunn (MP), Kotopast
BKJTIOYAeT KOHTPOJb BHUMAHUS, pabOUyI0 MaMsATh, IIa-
HUPOBaHMUE U ApyTre (PYHKIINK, a He caMa 00JTb SIBIISICTCST
OCHOBHO1 IIPUYNHOM HapyIIeHUST PU3NIECKOTO (PYHKIIH-
oHUpoBaHU4 [5].

Bupibl ROrTHUMUBHBLIX HapyweHuii

npu XpoHuyeckoii 6onu

Hapymenus namsity y naieHToB ¢ Xb nposiBisiioTcst
B BUIE 3a0BIBYNBOCTH, CJIOXKHOCTH BCIIOMHUTD IIPOIUTAH-
HBbIe KHUTU U YBUICHHBIC (DMIBMEI, IIPOOJIEMBI C BBITION-
HEHHMEM eXEIHEBHBIX Ie]I M paboumx 00SI3aHHOCTE.

IIpu pubpomMuanrum — 3a00J€BaHUA, SIBISIOMIEMCS
KJIaCCUYECKUM MPOTOTUTIOM Xb, — omrcaH Takoi IMpo-
KO pacIIpocTpaHeHHBI (peHoMeH, Kak dhudbpodor (bu-
OpoTyMaH), KOTOPHIi IIpeICcTaBiIsieT coboii coueTanme KH,
He Bcerma HaXOISIIUX ITOATBEPXICHHE B OOBEKTUBHBIX
Tectax. B To ke Bpemsi ¢puOpOoTyMaH oKa3bIBaeT 3HAYM-
TeJIbHOE BIIMSTHUE Ha COIIMAIbHO-TPYIOBOE (PYHKIIMOHM -
posanue [6]. P. Bertolucci 1 coaBT. mokasamu, 4ro y 50—80 %
MMallMeHTOB ¢ (UOpOMUAITHEl OTMeYaeTCsT OOBEKTUBHOE
CHIDKEHHME pabouell maMsITH, KOHIICHTPALlM BHUMAHMSI
n O [7]. V. Tesio u coaBT. TaKKe TPOAEMOHCTPUPOBAIHN
HapyIIeHNSI JOJTOBPEMEHHON MaMSITH M CIIOCOOHOCTHU
K IEPEKIIOYCHUI0 BHUMAHUS TIpU (PUOPOMUAIITHN, UTO
CBUIETEIBCTBYET O CHIKEHMM CKOPOCTH MBIIUICHMUS
¥ TICUXOMOTOPHBIX peakinii [8].

DTN maHHBIE OBLIN MOATBEPKACHBI B MHOTOUYHCIICH-
HBIX pab0Tax, B KOTOPHIX YIAIOCH IIPOAEMOHCTPHUPOBATH
HaJImare 0OObeKTUBHBIX YMEPECHHBIX HAPYIICHU pabodeit
MMaMSATH ¥ BHUMAHUS Y TTAIIMEHTOB ¢ IpYITUMU (popMamMu
Xb [4, 9]. B meraanaym3 C. Berryman u coast. [9] Obl1n
BKJTIOUCHBI 24 MCCIIETOBAHNUS MALMEHTOB ¢ XPOHUYECKOM
HecTemMPUIecKoit 60JIbI0 B HIKHEHM YaCTH CITUHBI, XJThI-
CTOBOI TpaBMOI1 11eu, GUOpOMUANITUEN Y PeBMAaTOUIHBIM
apTpuToM. 71 OLIEHKM pa3IMIHBIX acIIeKTOB paboueid
MaMSATH pa3HBIMA aBTOPaMU HMCITOJIb30BAJICS OTPOMHBIN
apceHaJl METOIOB WCCJeIOBaHMs, BKIIOYas 3agadyu
n-Has3aj, TeCT Ha 3arroMuHanue unudp, rect PASAT, Tect
3aMeHbl HUpoBeiXx cuMBosioB DSST, Tect CrepHOepra
u TecT CTpyna. DTo 03HAYaeT, 9To Oojiee BEIpaXKeHHBIC
HapyIIeHNUS KacaloTCsI IIPOIIECCOB, TPEOYIOIINX HANOOhb-
mero ypoBHS BHMMaHHA. CIOXHOCTH IT€PEKITIOUCHMUS

BHUMaHUS TaKXKe OBUTM OTMEUEHBI B Pa3JIMYHBIX UCCIIEI0-
BaHuAX y nauueHToB ¢ Xb [10].

ITomumo HapylleHus MaMsITU U BHUMaHUs 1ipu Xb
Ha TIepBbIi T1aH BeIXoaaT HapymeHns D, UD obecrre-
yuBaeTcs paboToii mpedponTanbHOM Kopsl (ITMK). A. Ap-
karian u coaBT. TOKa3aju, 4TO y nmanueHToB ¢ Xb 3Haun-
Moe IJI KadecTBa Xu3HU HapymeHue M® ormedaeTcs
yaiie, yeM B monyysauuu [11]. KinmHuyecku 3Haunmoe
HapymeHrne M@ BBHISIBICHO IT0 BCEM €€ acIieKTaM M 0CO-
OCHHO BBIPAXXEHO B chepe KOHTPOJIST SMOIIUIA, TTIPUHSITHS
pelleHnit u padoueii mamsaTu [12]. [ToMuMo HapyieHUsS
HNU®D, K. Ferreira n coaBT. TakXe MPOJEMOHCTPUPOBAIIA
CHIDKEHHE TToKa3aTelIsl 1o MOoHpea bCKOM IITKale OLICHKU
KorHUTHBHBIX (pyHKIMiT MoCA (Montreal Cognitive Assess-
ment) 1 TecTy BHUMaHusI Ctpyna y manueHToB ¢ Xb [13].

B 10 xe Bpems1 KH nipu Xb oTinuyaoTcst oT TaKOBBIX
mpu geMeHInH. PaKTUIeCKN MHOTHUE MAIIMEHTHl MCIIbI-
TBHIBAIOT Ie(OUIIAT OMHOI I OOJIBIIIETO YHC/Ia KOTHUTUBHBIX
(GYHKIMIA, TaKUX KaK naMaTh, BHUMaHue, UP. Kpome
TOTO, B OTIEJIBHBIX paboTax ObUIM ITOKa3aHBI YMEPEHHO
BBIpaXKCHHBIC HAPYIIICHUS B SI3BIKOBOI cdepe I10 ImKaire
MoCA [14] ¥ TpyTHOCTH ¢ Ha3bIBAHUEM UMEH TTpu (PUopo-
muanruu [15]. Dt HapylmeHUs He OJOCTUTAIOT CTEIeHU
JIIEMEHIINM, He HapyIasi CIIOCOOHOCTH K CaMOOOCITyKIBa-
HUIO, M COOTBETCTBYIOT CHHAPOMY yMepeHHBIX KH.

B 11esmoM mmogasistroniee OOIBIIMHCTBO UCCIICI0BATE -
JIei cBUIeTeNbCTBYIOT 0 Hammunu KH y mammeHToB ¢ pas-
JMYHBIMU BugamMu XbB, 94To 1oKa3aHO ¢ UCIIOIb30BaHUEM
Pa3HO0OPA3HBIX BATMAN3NPOBAHHBIX TICXOMETPHUIECKIX
TecToB. boiee Toro, cepbe3Hble (DYHKIIMOHATBHBIC CIIOXK-
HOCTH BO3HUKAIOT IaXe y HEKOTOPHIX ITAIlMEHTOB IIPU
KaxymeMcst orcyrctBun KH B oObiuHBIX TecTax. Tak,
D. Veldhuijzen u coaBT. TpoaeMOHCTPUPOBAIHN CIIOKHOCTA
C BOXJEHUEM aBTOMOOWS y manreHToB ¢ Xb, mokazaB-
X HOPMaJIbHBIC PEe3YJIbTAaTHl B TECTaX MaMsITH M BHUMA-
Hug [16]. Y TakMX MaluMeHTOB OTPULIATEIBHOE BIMSTHUE
00/ CTAaHOBUTCS OYEBUIHBIM MPY MOBBILLIEHUU TPYIHO-
CTH 3aJaHWli, a OCHOBHBIC HapyIlIeHUs KacaroTcss P
BBICOKOTO ypoBH# [11].

00wue namoresemuyecKue MexaHuambl XpoHuyeckoii 6onu

U ROTHUMUBHBIX HapywWeHull

Cyl1ecTByeT HECKOJIBKO TE€OPHil, KOTOPHIC MOTJIN OBI
o0bsicHuth reHe3 KH npu Xb. Iumoreza oreneuyeHust
BHMMAaHMUSI TOBOPUT O TOM, YTO MOCTOSIHHAs1 60J1b TpeOyeT
OONBIINX PECYpCOB BHUMAaHMUSI, «OTBJIEKass» MX Ha cebs
U OCTaBJIsIS1 MEHbIIIEE KOJIMYECTBO KOTHUTHUBHBIX PECYPCOB
st apyrux 3amad [17]. OgHako Koppensiuust MHTEHCUB-
HocTH 6011 ¢ BoipaxkeHHOCTbI0 KH oTMeuaeTcst oTHOCH-
TeJIbHO peako. BodaMoxxHo, uto y mauueHToB ¢ Xb Habmt0-
JIal0TCS HApYIIEHUE pacIipeaeeHUs peCypcOB BHUMaHUS
U CKJIOHHOCTb YAEIITh 0C000€ BHUMaHe UHPOpMALIUH,
CBSI3aHHOI C TEKYILEH WIN BO3MOXHOU 00JIBIO.

OmHako maHHAasI TeOPHUsI HE MOXET OOBSICHUTD HaJIM-
yue uctuHHbix KH y manuenTos ¢ Xb. B To ke Bpems
B 9TOW TpyIIie MallMEHTOB BbISIBJICHbl 3HAUYUTEIbHBIE
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CTPYKTYpPHBIE M3MEHEHMSI B TOJIOBHOM Mo3re. JlaHHas
Je3adanTUBHAS HEMPOIUTACTUIHOCTD KacaeTcsl He TOJIBKO
OT/IEJIOB C MCKJTFOUMTEILHO HOLMIICTITUBHON Y aHTUHOLIM -
LENTUBHON (YHKUMEH, HO M CTPYKTYp, OTBEUAIOIINX
TaKXe 32 KOTHUTUBHBIE (PYyHKIIMK. B 9acTHOCTH, MHOTIMU
aBTOpaMM TOKa3aHO CHIXKEHME 00bheMa JOpCOJIaTepalb-
Hoit [TPK [18—20]. O6BbeM ceporo BeliecTBa B KOpe To-
JIOBHOTO Mo3ra y mamueHToB ¢ Xb cHmxen Ha 5—11 %,
91O coOTBeTCTBYET 10—20 romamM HOpMaJIbHOTO CTapeHUS.
Boiee Toro, crereHb IMOTEPU CEPOTO BEIIECTBA KOPPEIIH-
poBajia ¢ wmTeapbHOCTRIO Xb [19].

CHmXeHHe o0beMa Ceporo BEIIeCTBa B JIOOHBIX, I10-
SICHBIX 1 MHCYJISIPHBIX OTIeJIaX MO3Ta, HadogaeMoe IIpr
Xb, Takke MoxeT jiexaTb B ocHoBe KH y aTux mammeHToB.
R. Luerding 1 coaBT. IpoIeMOHCTPUPOBAIN KOPPEIISIIAIO
HapyIIeH pabodeii TaMsIT C 00bEeMOM CEpOTo BEIIECT-
Ba B JIOOHBIX OTIEJIaxX M IepeaHeil MOSICHON W3BIIIMHE
(IITHN) y maumenToB ¢ pudbpommanrueit [21]. [Tpu mur-
peHM TaKXe TTOKa3aHbl YMEHBIIIEHHEe 00beMa Ceporo Be-
IIeCTBa BO GPOHTATIBHBIX 1 ITApHETATbHBIX OTHEJIaX TOJI0B-
HOTO MO3Ta M eT0 CBI3b co cHImkeHneM U@ [22].

I[MoMUMO CTPYKTYPHBIX PSii aBBTOPOB OTMEYAIOT HAJIH -
yne (yHKUMOHANbHBIX M3MeHeHuil mpu Xb, KoTopbie
MOTYT UMeTh OTHoLIeHue K pa3putuio KH. Tak, mpu pa3-
JIMYHBIX OOJIEBBIX cUHApoMax, BkJouyass Xb B cruHe,
KOMILICKCHBI perMOHapHBIN 00JIEBOI CHHAPOM, OCTEO-
apTpo3 KOJIEHHOTO CycTaBa U (pMOPOMUAITHIO, OIMMCAHO
TTOBBIIIIEHUE MEXXHEMPOHAIBHBIX CBSI3EH B MHCYIISIPHBIX
otaenax mosra [23, 24]. CHmXeHUe CBs3eil BBISBICHO
B JIMMOMYECKUX OTAEIaX Mo3ra, (pOHTAIBHOI KOpe, TIpe-
KyHeyce, maparumniokaMmnaibHoi obOmactw/ITIT [24].
Kpome toro, 6610 110KazaHo, uro npu Xb HapyiiaeTcst
HeliporeHe3 B ruroTtaiamyce [25]. B couetanum co cHU-
XKeHreM (YHKIIMOHAIBHBIX CBSI3eil B KOPTUKOJIMMOMYe-
CKHX OTIeIax Mo3ra (0COOCHHO B IIpe(PPOHTAIEHBIX OTIC-
nax, muHpajaeBugHoM tesne (MT) u nucleus accumbens) aTm
W3MEHEHHUS TIPEeapacIioNaraloT K pa3BUTHIO KOTHUTUBHBIX
paccrpoiicTs y nmanueHTos ¢ Xb [26].

[ITI BuimonHsIeT GYHKLWU pelie, COSAUHSIOIETO
HeMpoHHI JT0OHOI Kophwl, Tajamyca 1 MT. Umes cBsizu
C IPYTUMH JTUMONYECKUMU U KOPTUKATBHBIMU CTPYKTY-
paMu, TaKUMU KakK TIepeaHsIs MHCYIIpHas 001acTh, Oa-
3aJIbHbIE TAHTJIMU, JIOOHO-TEMEHHBIE OTAeIbl Kophl, [TTTH
WATpacT BEAYIIYIO POJIb B BOCIIPUSATHH, UCIIOJTHUTSIIHHOM
KOHTpPOJIE BHUMAHMUS, SMOIIMSIX, COIIMAIBHON KOTHHUIINM,
ITOATOTOBKE M MCTIOJIHEHUM OTBETHOTO AeiicTBms. Takke
nokaszaHa poisb [1TTU B 06paboTke 601eBOM MH(POpMALITNA
[27]. Obcyxmaetcsa takxke ponb [T mpu mempeccun,
a BU3YyaJIM3allMOHHbBIC NCCIICIOBAHNS BEISIBIIN CHIUKCHIE
aKTUBHOCTU Jop3ajibHbiX oTaenoB I[IITM, rumepaktus-
HOCTh €€ BEHTPAJIbHBIX OTIEIOB M CHIDKCHUE ¢¢ 00beMa
[28]. ITpu Xb B I1T1U BBISBIIEHB! (DYHKIIMOHATBHBIE M3~
MEHEHMS C MOBBILIEHUEM BbIACJICHUS TIyTaMaTta Ha mpe-
CHHANTUIECKOM YPOBHE.

MT otBeuaeT 3a ITOBEACHYECKOE U BETETaTUBHOE CO-
mpoBoxxaeHue amonuii, a [IPK, ocobeHHO ee Mennaib-

HBIE M OPOUTAIIBHBIC OTHEJIBI, — 32 KOTHUTUBHBIC aCITCKTHI
SMOIMOHATIBHBIX peakiyii. OMHAKO B TIOCICIHIE TOIbI OBLIO
nokaszaHo, yto MT, opouroppoHTtansHast kopa u ITIT1 nume-
0T 001IMe PYHKIIUM U TECHO B3auMocBsg3aHbI [29]. Ha pu-
CYHKE TTOKa3aHO COBITaJicHNEe aHATOMUYECKUX CTPYKTYD,
OTBEYAOIINX 32 00JTb, SMOIINH 1 KOTHUTUBHBIE (DYHKIIVH.

IMTomumo aTpodmdecknx u GyHKIIMOHAIBHBIX U3ME-
HEeHMI B 00IIMX aHaTomMudeckux cTpykrypax Xb n KH
OOBEIMHSIIOT 00T MOJICKYJIIPHBIC M HEHPOXUMIUUYECKIIE
MeXaHM3MBI. B 9acTHOCTH, OBLIO TTOKA3aHO, YTO IIPOBO-
CIaJIMTeNIbHble LIUTOKUHBI, TAKME KaK MHTEPIEHKUH 6,
uHTepAeikuH 1 u dakrop HeKpo3a Oomyxoau o, MOTYT
HaIpsIMy0 MOIYJIMPOBATh aKTUBHOCTH HEIIPOHOB B TOJIOB-
HOM MO3Te 1 HeliporeHes B rutiokamire [30]. YBenmmueHme
CHHTE3a ITPOBOCITAINTEIBHBIX IINTOKMHOB OIIMCAHO MHO-
TUMM aBTOpaMU IIpH aerpeccuu [31]. DTu BelecTBa CTH-
MYJIHPYIOT TUIOTAIaMO-TUIIOGU3apHO-HAAIIOUYCTHM -
KOBYIO CHCTEMY M CHIDKAIOT CHHTE3 CEpPOTOHMHA ITyTeM
TIOBBIIIICHNST AKTUBHOCTH MHAOJAMUH-2,3-TNOKCUTECHA3EI.
XOPpOIIIO M3BECTHO, YTO IIPOBOCITATUTEIBHBIC ITUTOKUHEI
WUTPaIOT PoJib B (hopMrpoBaHUN (heHOMEHA IIEHTPATBHOM
CEHCUTH3ALINH B TIPOIIECCEe XPOHM3AIUN OOJIH, a YPOBEHD
TIPOTUBOBOCTIAINTEILHBIX IIUTOKMHOB ITpu X b 3HaYnTE H-
HO CHMXeH [32].

PasznmuaHbIe HEHPOTPAHCMHUTTEPHI TaKKE YIACTBYIOT
B TIPOMCXOXICHUN OOJM M KOTHUTUBHBIX (DYHKIIHSIX.
I1pu Xb npoucxogaT u3aMeHeHUsI B HEMPOMEIMATOPHbBIX
CHCTeMaX B 30HaX MO3Ta, OTBEYAIONINX 32 KOTHUTUBHEIC
dyukunm [20]. JJokazaHa TakXe pOJIb MOHOAMWHOB
B obecrieyeHn BHUMaHUS. OMHUM M3 OCHOBHBIX MEIHa-
TOPOB, 00ECITEUNBAIOIINX (DYHKIINIO OOYICHMS U TTAMSITH,
saBasercs: rioyramaT. NMDA-peuentopbl, Ha KOTOpHIE
IEWCTBYET IJIyTaMar, TAKKe YIaCTBYIOT B Pa3BUTUM IICHT-
PaTbHOM CCHCUTH3AIIMY U (heHOMEeHA B3BMHUYMBAHMS, KOTO-
pBI€ JIEXAT B OCHOBE XPOHU3AIMY OOJTH. Y-AMUHOMACIISTHASI
kuciora (TAMK) 6okupyet BBIOPOC IPYTHX MEOUATOPOB,
3aMeJIsis repegayy ceHcopHbIx curHanoB. TAMK takske
3aMeUIsIeT KOTHUTUBHBIC TIPOIIECCHI.

b+3+K/P+E+C
Wb+KP+C
=N LIb+3/P+E

ComartoceHcopHas Kopa/
Somatosensory cortex

Wncynapran obnacts/
Insular cortex OpoHTanbHas kopa/

Frontal cortex

Tanamyc/
Thalamus
lNepenHan noscHas u3BunuHa/

Tunnokamn/ Anterior cingulate cortex

Hippocampus

MunnanesuaHoe Teno/
Amygdala

Obwas anamomus cmpyKmyp, Omee4arouux 3a 601b, IMOYUU U KOCHUMUG-
Hole Hapyuenus. b — 60ab; D — amoyuu; K — KoenumueHvie pyHKyuu
General anatomy of structures responsible for pain, emotions, and cognitive
disorders. P — pain; E — emotions; C — cognitive functions
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Cpenu Bcex perienTOpoB CEpPOTOHMHA, HauboJee 13-
YUYEHHBIMHM B TUTaHE BIUSHMS Ha KOTHUTUBHBIC (DYHKIINN
ABIIOTCS petenTophl 5S-HT3. DT penenTopsl B OCHOB-
HoM Jjokanu3oBaHbl Ha TAMKepruyeckux HeipoHax
B [IPK, roe oHM y9acTBYIOT B PETY/ISIIAN XOJTMHEPrude-
CKUX, ToDaMIHEPTUYSCKIX U TIIyTaMaTePTUIeCKUX ITyTeH,
a Takke B runmokamme [33]. Antaronuct 5-HT3 peuen-
TOPOB OHIAHCETPOH YJIydYIIaeT 00y4aeMOCTb M ITaMSITh
B *)kuBOTHBIX Mozenssx KH. HoBrlif aHTHAETIpECCAHT BOP-
tnokcetnH (bpuHTEIIMKC), 00IamaoIIii aHTAaTOHUCTH -
yecKuM zelictBreM Ha 5-HT3 petientopbl, — e AMHCTBEHHBII
AHTHUICTIPECCAHT, HATIPSIMYIO YIYJIIAIOIINI KOTHUTUBHBIC
¢dyHkmm [34].

ALIETWJIXOJTUH TaKXKe WTpacT CYIMIECTBEHHYIO DPOJIb
B 00cCITeYeHN KOTHUTUBHBIX (pyHKIMii. OmHAKO B 1O-
CJICTHYE TOMBI TTOSBIISIIOTCST JAHHBIC O TOM, YTO 3TOT MEIM-
aTop ToXe 00IamaeT aHTUHOIUIICITITUBHBIMU (DYHKITASIMU,
IEeUCTBYS KaK HAa CIIMHAIBHOM, TaK 1 Ha CYIIpacIMHAaJIb-
HoM ypoBHsIX (ITPK, MT, uncymsipasie otaens, [TTTN) [35].

B teuenme mocienHux JieT pe3ynbrathl 6onee 20 muc-
CJIeMOBaHMI MOKA3AIA HAJTMIME CTPYKTYPHBIX U3MEHEHUI
TOJIOBHOTO Mo3ra. Bo Bcex McciiemoBaHMAX IPOIEMOH-
CTPUPOBAHO, 4TO Yy ITaieHTOB ¢ Xb n3MeHeHMs B cepoM
BEIeCTBE OOHAPYXMBAIOTCSI B CTPOTO OIIPeaeICHHBIX
30HAX MO3Ta, YIYACTBYIOIINX B 00pabOTKe OOJIM: MOsICHAST
W3BWINHA, OpOUTOMPPOHTANIBHAS KOPa, MHCYJISIPHBIE OT-
IeJbl M Jop3ajbHas 9acThb CTBOJIA. Takke M3MEHCHUS
BBISIBJIEHBI B TaJlamyce, JopcoarepaibHoil [TMK, 6azanb-
HBIX TAHIVIMSX W TUIITOKaMIie. B 3Tux oTmenax HabIoma-
eTcs aTpodus U ImoTeps ceporo BemecTtBa. KpoMe Toro,
BBIPAXKCHHOCTD STUX U3MEHECHUI KOPPETNPYET C ITATEThb-
HOCTBIO 60JieBoro cuHapoma [19]. ITockombKy O0bIIast
YacTh JAHHBIX OTIEJIOB TOJIOBHOTO MO3Ta TAKKE YIACTBYET
B KOTHUTUBHBIX (DYHKIIUSIX, CTAHOBUTCS ITOHSITHO, 4TO Xb
u KH tecHO B3auMOCBsI3aHBbI.

Je3amanTuBHAs HEIPOIUIACTUIHOCTD XOPOIIIO U3yJe-
Ha Ha MMpUMepe XpOHWYeCKOoW MurpeHH. B gacTHOCTH,
OBLTO TTOKA3aHO, YTO Ha (POHE TTOBTOPSIOMINXCS IIPUCTY-
OB 0OOJIM TIPOMCXOAUT HAKOIJICHHUE 3Kejle3a B OTHeNax,
OTBEUAIOILIMX 32 LIEHTPaAbHYI0 00paboTKy 00JIeBOI UH-
dopMalMui: OKOJOBOJOIIPOBOAHOM CEPOM BEIECTBE
(OCB), GiienHOM LIApe, KPACHOM siipe U cKopJyie [36].
Braromapst IMpOKMM CBSI3SIM CO CTPYKTYypaMM HOIIUIISTI-
TUBHBIX M AHTWHOLMWICIITUBHBIX CUCTEM HAPYIICHMUS
B cTpykType OCB MOryT mpuUBOIWTH K HapyIICHUSM
B TPUTEMHMHOBACKYJIIPHOU CUCTEME 1 TUIIEPBO30YINMO-
CTU KOPKOBBIX OTIEJIOB MO3ra U JajJibHEUIIEMY ydyalle-
Huto nipuctynos I'b.

C. Mainero 1 COaBT. MOKa3aJI1, YTO IIOBTOPHBIC IIPH-
CTYIIBI MUTPEHH TaKKe YCHIMBAIOT (DYHKIIMOHATLHBIE CBSI3U
mexay OCB u npyrumu otnenamMu Mo3ra, Bkirodast [TOK,
IIITN u MT, Hapyuast ux (pyHKLMIO ¥ MTOBBIIIASI BO30YI1-
mocThb [37]. Kpome TOTO, OGBUIO MPOAEMOHCTPUPOBAHO
CHIDKEHHME 00beMa Ceporo BeIeCTBa B 3THX CTPYKTypax
[38]. JanHble M3MeHEeHUsS MOTYT JexaTb B ocHoBe KH,
BBISIBIICHHBIX Y TIAIIMEHTOB C XPOHUYECKOM MUTPEHBIO [ 14].

IIpu camoir Tskenoit ¢popme I'b — nmekapcrBeHHO-
WHIYIUPOBAHHON — Ha (hOHE XPOHMYECKON MUTPEHH TaK-
K€ OIMCAaHO 3HAYMTEIbHOE CHIKEHHE 00beMa CEpoTo Be-
IIECTBa B CTPYKTYpax, OTBEUAIOIINX 32 00pabOoTKy 001eBOI
nHpopMany 1 KorHuTuBHBIe DyHKIMKM ([TOK, TTI1A,
WHCYIIIpHAsI 00JIaCTh U MPEKYHEYC), a TaKKe ITOBBIIIICHIE
obwema ceporo BemectBa B OCB, tazamyce U crpuaryme
[39]. MHor1Me 13 3THX U3MEHEHII KOPPEINPYIOT C YaCTOTOM
¥ nutesibHoCThIo aHamHe3a ' [40]. ¥V maumeHToB ¢ iekap-
cTBeHHO-MHIyImpoBaHHO# I'b Takke onmcaHbI CyIiecTBeH-
Hble HapyieHus U@ (puHstre pererus) [41].

DTH Ae3amanTUBHBIC HEMPOILIAaCTUISCKIEC M3MEHEHUS
OOBIYHO OOpPATUMBI OCTIE YCITEITHOTO JiedeHs. Tak, B pa-
6ote S. Gwilym 1 cOaBT. MOKa3aHO MOJIHOE BOCCTAHOBIIE-
HUe obbema popconarepanbHoil [IMK mocie omepanym
10 TIOBOMY OCTE0apTpO3a Ta300eApeHHOro cycraBa [42].
B.A. TonoBauyeBa 1 COaBT. HPOAEMOHCTPUPOBAIN YMEHb-
meHne BeipaxkeHHocTH KH y manmneHToB ¢ XpOHUYECKOM
exxeqHeBHOM I'b Ha hoHe KomIekcHoOro JleueHus [43].
[MockoabKy Takrie 3MEHEHHS B TOJIOBHOM MO3T€ YaCTHY-
HO 00paTUMBI TTOCIIE U3JICUeHMS 00JIEBOTO CUHIPOMA, OHH,
TTO-BUINMOMY, SIBJISTFOTCSI CJIEIICTBHEM IOCTOSIHHOM THC-
(byHKILIMM HOLMIIETITUBHBIX CTPYKTYP M LIEHTPAIbHOI CeH-
CUTU3aLINU, JiexKalei B ocHoBe Xb 100011 Tokanu3auuu.

B T0 Xe BpeMs 3TH U3MEHEHUS OOpaTHMBI TOJIBKO 10
OIpeNeICHHOM, HE OO0 KOHIIA M3y4YeHHOM Ha TAHHBIA MO-
MeHT, crerteHnn. Hampumep, BeipaxkeHHOCTh KH 11pmt Murpe-
HM KOPpEJIIPYeT ¢ ee yacToToit [44]. ITpoliecc BoccTaHOBIIE-
HISI HeMPOHOB TaKKe 3aTPYIHEH Y MALIMEHTOB C [TATETbHBIM
anamHe30oM Xb. [TokazaHo, 4To 06eM OpOUTODPOHTATILHOMN
KOPBI MOXET CITY>KUTb IIPEANKTOPOM YCTICIITHOCTH JICICHUST
XBb [39]. [1pr 3TOM OTMEYAETCST OTPHUIIATETBHAS KOPPEISIIIST
umTenbHOCTH aHamHe3a I'b ¢ o6beMoM ceporo BermecTBa
B JIOOHOI Kope, TpeKyHeyce M runmokamiie [45]. Kpome
TOTO, TIPX Han0O0JIee YCTOMIMBBIX K JICUCHITO OOJIEBBIX CHH]I-
poMax, HarpruMep TIPH JISKapCTBeHHO-MHAYIIMpoBaHHOM ['B,
TUIIOMETA00IM3M OpONTO(POHTAIEHO KOPBI MOXKET COXpa-
HSTBCS JaXe ITOCJIe YCIEITHOM IeTOKCHKALIMKM (OTMEHBI
3JI0yIIOTPeOIIIEMbIX aHAJILIETUKOB) [46].

Takum o6pazom, Xb u KH umeror Lenblii psia o01mx
IMaTOreHETUYECKUX MEXaHU3MOB:

* KOHKYPEHIIMS 3a KOTHUTHUBHEIC PECYpCHI, HAIIPUMEP

BHUMAaHMNE;

* HEWpOIUIACTUYECKNE N3MEHEHMS B TOJIOBHOM MO3T¢;
* HEMpOXWUMUYECKUE HapyIICHNS.

Xb umcnonp3yeT KOTHUTUBHBIC PECYpPChl, M3MEHSIET
HeMpPOIUIACTUIHOCTD U BJIMSET Ha aKTUBHOCTD Pa3IMIHBIX
XUMHWYECKUX BEIIeCTB X HEMPOMEaTaToOpOB. DTHU IIPOIIEC-
CHI TIPOTEKAIOT B CJIOKHOM CETH B3aMMOCBSI3aHHBIX OTIE-
JIOB TOJIOBHOTO MO3Ta, TaKKe 00eCIIeUMBAaOIINX KOTHU-
TUBHBIE (PYHKIIUM, YTO IIPUBOIMT K (HOPMHPOBAHUIO
ycroitunBbix KH y manuenToB ¢ Xb. Jle3amanTuBHas
HEeNPOIUIaCTUIHOCTD, KOTOpast JIEXKUT B ocHOBe Xb 1 co-
nytcTBytoiux KH, o0b1yHO o6paTrma 1mocjie yCrenHoro
smeyeHns. OMHAKO Y MHOTHX HAIIMEHTOB OTMEUYEHO COXpa-
HEHHE HEWPOIJIaCTUIEeCKUX WM3MEHEHUI (CHIXXCHUE
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MeTtabommama) B [IOK make mociie HACTYIICHUS KIIMHK-
YeCKOTO YIYJIIeHUS. DTO MOXKET JIeXKaTh B OCHOBE Pa3BH-
tus crorikux KH y Takux mauneHToB.

B3aumocBA3b MeXAy XpoHU4ecKoi Gonblo, penpeccuel

U KOrHUMUBHLIMU HapyweHuaMuU

KornutuBHbIN AeULUUT — KaK CyOBEKTUBHBINA, TaK
1 O0BEKTUBHBIN — OTHOCHUTEJIBHO MOAPOOHO M3YUeH IIPHU
OOJIBIIION AETIPECCUM, a €T0 HAJTU4YNe Y MAlleHTOB C JIe-
Mpeccueii cumTaeTcs JoKa3aHHbIM [47, 48]. Xopolio n3-
BECTHO, YTO TaKMe HAPYIIIEHNS TAaKKe BEICOKOKOMOPOMITHEI
¢ Xb. AdpdekTuBHBIE HApYILIEHUS, a TAKXKEe COMYTCTBYIO-
e HapyIIeHWS] CHA MOTYT OBITh MPUINHOW KOTHUTUB-
HBIX IPO0OJIEM Yy malueHTOB ¢ Xb.

KH, onurcaHHble KaK CHUXKEHHas1 CIIOCOOHOCTH K COC-
PEIOTOYCHUIO M BHUMAHMIO, SIBIISIIOTCS KpUTEPHUEM AUar-
HO3a ICIPECCUBHOIO 3IMM301a B COBPEMEHHBIX KJIACCH-
duxamusx DSM-5 (Diagnostic and Statistical Manual of
Mental Disorders 5) 1 MKb-10 (MexxmyHapomHast Kjiac-
cudukanus o6omnesneit 10-ro mepecmotpa). KH mpu me-
MIpecCcuy 3aTparuBaioT Takue QYHKIINU, KaK BHUMaHUE,
D, ckopocTb 00paboTKM MHMOPMALIMKA U TaMAITh [49].
Ha ¢onHe neyeHns aHTHIenpeccaHTaMy OOBIYHO ITPOMC-
XOIWUT YIy4YIIeHWEe KOTHUTUBHBIX (DYHKIMI, OTHAKO
y OOJIBIIIOTO YKCJIA TTAIIMEHTOB 3T CUMIITOMBI COXPaHSI-
IOTCSI ¥ TIOCJI€ MOCTUKCHMST PEMUCCHM CaMOM JIeTIpeCcCui
[50], Hapyiast coranbHOe U TpyIoBOe (PyHKIIMOHUPOBAHUE.

B cBsI3m ¢ 3TMM HEKOTOpHIE aBTOPHI BBICKA3BIBAIOT
MIPEATIOIOKEHUS O HEMPOTOKCUIECKOM XapaKTepe IeTpec-
cun. Tak, HegaBHO MPOBEICHHBIN MeTaaHAIN3 MOKa3al,
YTO CHIDKEHHE 00beMa TMIIIOKaMIIa OTMEJaeTCs Y TIalli-
€HTOB C JUIMTEJIbHOCTBIO AeNpeccruu > 1 roga U UMEIOLIMX
>1 pempeccuBHOro 3mu3ojaa B aHamHe3e [51]. B gpyrom
MeTaaHaIu3e TakXe ObUIa MPOAEMOHCTPUPOBAHA B3au-
MOCBSI3b MEXIY YMCIIOM ICIPECCUBHBIX SITM30I0B 1 BhI-
PaXEeHHOCTbIO CHMXXEHUST o0beMa TUIIoKamiia [52].
CHiDKkeHIEe 00beMa Ceporo BEIeCTBa IIPU ISTTPECCHUN TaKKe
OITMCAHO B JIOOHOI 1 OpOUTO(PPOHTAIIBHOI KOPE, MOSICHOM
n3BmIMHe U ctpuatyme [53]. CeronmHs Jaxke BEICKA3bIBAIOT-
CsI TIPEITIOIOXKEHUSI O TOM, YTO PEKYPPEHTHASI JeTIPECCHST
aBlisgeTcs pakTopoM prucka Markux KH v nemennum [54].
Takum 06pa3oM, peKyppeHTHasI IeTIPEeCCHsI pacCMaTpHUBa-
eTCs KaK Iporpeccupyloiiee HeiipoTOKCHIecKoe 3a00re-
BaHUE.

XpOHMYECKOE BO3IEIICTBHE SHIOTCHHBIX TITIOKOKOP-
THUKOUIOB OKa3bIBACT 0CO00E OTpUIIATEIFHOE BIMSHIC Ha
KJIeTKA Tunmokamia [49]. JliamTeabHOe BO3IeiicTBUE
cTpecca IPUBOINT K aKTUBAIIN TUTIOTaIaMO-THIIohu3ap-
HO-HAIITOYeYHNKOBOM CHUCTEMBI. [UTIepCTUMYIISILINS TITFO-
KOKOPTUKOMIHBIX PEIICIITOPOB IIPUBOIUT K THIICPAKTHBA-
uu rmyraMateprudeckux NMDA-penentopos [55]. Dt
MIPOLIECCHl AKTUBUPYIOT CUHTE3 aKTUBHBIX (hOPM KHCJIO-
polla ¥ CHIDKAIOT CMHTEe3 (haKTopa pocTa HepBoB (brain-
derived neurotrophic factor — BDNF), xoTopslii 3amuima-
eT CTPYKTYpy M (DYHKIIUIO HeiipoHOB. Bobioe umciio
aBTOPOB MMOATBEPAVIIN 3HAYMMYIO POJIb PEaKTUBHBIX (popM

Kuciopoaa B mporpeccupoBannu KH mmpu pekyppeHTHOM
nmenpeccuu [49]. DTo B TOTE MPUBOIUT K AIIONTO3Y U TH-
6eu KieTok runmnokammna. ITPK Takke KpaitHe 4yBCTBU-
TeJbHA K cTpeccy. CHHTE3 TITIOKOKOPTUKOUIOB TIPUBOINT
K HelpoaereHepaTuBHBIM u3MeHeHusM B IIDK [56].
Kpome Toro, m30BITOUYHBIN BEIOPOC TIIOKOKOPTUKOUIOB
B HAATIOYEIHUKAX ITOBHIIIACT CHHTE3 IIPOBOCIIATUTETEHBIX
LINTOKMHOB ((haKTOp HEKPO3a OIyXOJIU 0, 1 UHTEPIICHKUH 6)
[57]. DTO MOXET TaKKe OKa3aTh HEMPOTOKCUYECKOE BITH-
STHIE Ha HEPBHYIO CUCTEMY, a SKCIIEPMMEHTAIbHBIN aHTaro-
HMCT DIIOKOKOPTUKOMAHBIX petienTopoB RU-486 yiyuiiaer
KOTHUTHBHBIC (PYHKIIUH ITPU OUIIOISIPHOM PaCCTPOUCT-
Be [58].

OmHako HAJIMYME IETIPECCUU He MOXKET ITOJTHOCTHIO
o0bsicuuTh npucyrcteue KH y mauuenToB ¢ Xb. B yacr-
HOCTH, B cCBOMX HccaenoBaHusx V. Tesio u coaBT. u A. Ap-
karian u coaBT. He TIPOIEMOHCTPUPOBATIN B3aMMOCBSI3U
Mmexnay cyobektuBHbiMu KH u cumnromamu aenpeccuu
n TpeBoru [8, 11]. B pabote B. Dick n coaBT. TakKe ObIIIO
moka3aHo, 9tro KH He cBsI3aHBI ¢ memnpeccueii, TpeBOTou
1 MHTEHCUBHOCTHRIO 00711 [59]. K. Ferreira u coaBT. oT™Me-
THIH, 9TO Haamuue Xb sBisgeTcss He3aBUCUMBIM IIPOTHO-
CTIYECKNM (haKTOPOM CHITKEHMST KOTHUTUBHBIX (DYHKITUIA
¥ HE 3aBUCHUT OT HaJIW4YUSI KOMOPOMIHBIX 3a00JICeBaHMIA,
BKJTIOUAsl JEMPECCHIO, TPEBOTY K KauecTBO cHa [13].

Bnustaue npyrux ¢pakTopoB Ha BBIPAXKEHHOCTD 1 Ha-
JINY¥Mie KOTHUTUBHBIX paCCTPOMCTB TaK:Ke HEOTHO3HATHO.
WHTEeHCMBHOCTL 0071 B OOJBIIMHCTBE WCCIENOBAaHUMN
MPEACTABIISICTCS HE MMEIOIIEH CYIIIeCTBEHHOTO 3HAYCHMST
IJIT Pa3BUTHSI KOTHUTUBHBIX paccTpoiictB [8]. Ipyrme
aBTOPHI OTMETIUIM, YTO BBIPAXXKCHHOCTh KOTHUTHUBHBIX
pPacCTpOMCTB y IMareHToB ¢ Xb He 3aBUCUT TaKKe OT BO3-
pacra, moyia ¥ ypoBHs oopasoBanus [60, 61]. Tak, moka-
3aHO, YTO, HECMOTPS Ha TO, YTO Y MOXMJIBIX TTAIIUEHTOB
CTEeIIeHb BRIPAXKEHHOCTH KOTHUTUBHBIX PACCTPOMCTB BbI-
e, 9eM Y MOJOIBIX, 3T KOTHUTHUBHEIE PacCTPOICTBA
OB TaKKe OoJiee BEIpaXKeHBI 10 CPaBHEHUIO C JIMLIAMU
TOW Xe BO3pacTHOM rpymibl, He cTpanaommmMu Xb [10].

Takum obpazom, y GoJbIIoN noau nauueHToB ¢ Xb
OTMeUaloTCs CyoObeKTUBHBIE 1 00bekTUBHBIE KH, KoTOphIe
OKa3bIBalOT CYILIECTBEHHOE BJIMSIHME Ha COLIMAJIbHOE
¥ TpynoBoe GYHKIMOHMUPOBaHME. B O0JbIIIeli CTeleHr 3Th
KH y Takux ImammeHToB SIBISTIOTCSI OTpakeHNEM KOMOP-
OMITHOI TeTIpecCrr, KOTOpast O9eHb YaCTO UTHOPUPYETCS
HeBposioramu. B 1o ke BpeMst acdhpeKTUBHBIC HAPYIIICHUS
WUTPaIOT BaXHYIO, HO HE eIMHCTBEHHYIO POJIb B Pa3BUTUU
KH y nmauuentoB ¢ Xb. bosbliioe 3HaueHe B MPOUCXO-
xaeHnu KH nMeroT maToornaeckue mpoiecchl B HOIM -
LENTUBHBIX M1 aHTUHOIIMIIENITUBHBIX CUCTEMAX, JICXKAIIIX
B OCHOBE XpOHM3AIIUY OOJIH.

Bnuanue anmufenpeccaHmoB Ha namotpusuonoru4eckue

MEXaHU3Mbl KOrHUMUBHBIX HapyweHul

TouHOE TTOHMMAaHME TECHBIX aHATOMUIECKUX M (DYHK-
IIMOHAJBHBIX B3aMMOCBSI3C MeXIy IpolleccaMu, Jiexka-
muMu B ocHoBe aenpeccun, Xb u KH, nmeer BaxxHoe
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3HaUeHWe I Tepanuu. Ha mpoTsskeHMM MHOTHX JIeT
TTOSIBJISTFOTCSI TAHHBIE O TOM, UTO TIPEITapaThl, TPaIUIIMOH-
HO Ha3bIBacMbIe aHTUICIIPECCAHTAMM, MMEIOT Topas3io
OoJiee IMPOKUIA CITIEKTp AeiicTBUsA. HekoTophie aHTHAC-
IIpecCcaHThl 00JIaIal0T YHUKAIBHBIMHA CBOMCTBAMM, B pa3-
HOI1 Mepe codeTast aHTHIEIIPECCUBHOE, aHAJTBIETUIECKOE
U IIPOKOTHUTHUBHOE TEHCTBUSI.

AHTUHOLIMIIENTUBHBIC (DYHKIINMU aHTUAETIPECCAHTOB
CBSI3aHBI C YBEJIMUCHUEM CONEPKaHMSI CEPOTOHMHA W HO-
paapeHaIMHA B HUCXOISIITNX IIPOTUBOOOIEBBIX CHUCTEMAX.
IIpy >TOM aHTMHOLMIICIITUBHBIM AcHCTBHEM OOIamaeT
CTUMYJISILIMSI TOJIBKO CEPOTOHMHOBBIX penienTopos 5S-HT1A
n 5-HT2, vo "e 5-HT3 [62]. [ToMuMO cOGCTBEHHOTO
AHTUHOLMILIETITUBHOTO IEICTBUSI, HOpaApeHAINH MOMIY-
JIMpYeT BhIIeJIeHNe cyocTaHum P. Bta Moitekya urpaet
BaXXHYIO POJIb B TeHE3¢ IICHTPAIBHOM CEHCUTH3ALINM, a €€
comepkaHNe TAKKe TIOBBIIIIEHO Y TTAIIMEHTOB C IETIPECCH-
eii [30]. B ocHOBe LIeHTpaIbHOI CEHCUTU3AIA HAXOIUTCS
aktuBanus nryramaTHeIXx NMDA-penenrropoB. Jlodhamuna
TaK:kKe MMeeT BaxKHOe 3HadueHUe B TeHe3e Xb — B Momysi-
Y OO YYaCTBYIOT pelienTophl D2.

IMToMuMO onMCaHHBIX BHIIIE HEUPOMEINATOPHBIX M3~
MeHeHMI, B pa3BuTuu gaernpeccuu, Xb u KH Baxnyto ponb
WUTPaIOT HEHPOILIACTUIECKIE ITPOLIECCHI B TOJIOBHOM MO3-
re. JJmTeTbHBIN IprieM aHTUACTIPECCAHTOB CITOCOOCTBYET
aganTUBHON HEHPOIUIACTUYHOCTH HECKOJIBKIUMM ITyTSIMU.
Bo-miepBhIX, yBeImueHNe MOHOAMIHOBBIX HelipoMenra-
TOPOB M UX JIECTBHE Ha ITOCTCUHATITUYECKHE PEIISTITOPBI
MIPUBOAST K aKTUBAIINY adcHUIATIIMKIIA3H], IIPEBPaIeHUIO
aneHo3MHTpHUdOchaTa B MUKINICCKUN aTeHO3MHMOHO-
docdar n aktuBaumu CRE-cBs3piBatomiero 6enaka [63].
B pesyneraTe IpOMCXOOUT 3KCIIPECCUsS MHOTUX OCIIKOB,
00eCTIeUMBAIOIINX HENPOIUIACTHYHOCTD TUITITOKAMITA, TAKIX
kak BDNF n GluR1-cyosenmanir AMPA-petientopos.

Kpome Toro, aHTuaenpeccanThl MOTYT MHAKTUBUPO-
BaTb NMDA-peLenTopsl, 4TO NpUBeIET K MOBBIILICHUIO
skcnpeccnt BDNF [30]. Takke aHTUIETIPECCAHTHI TTOBBI-
mrarot akcrpeccrio GluR 1-cyosenunnn AMPA-peuenTo-
POB M YCWIMBAIOT MX (PYHKIIUIO, YTO TaKKE BBI3HIBAET
sk301MTOo3 BDNE BT0 NpuBoAUT K 3alIMTHOM HEMpoIuia-
ctnaHocTty B runmokamiie, [IMK u MT. AHTuaenpeccaH-
THI TAaKKe HATIPSIMYIO YCUJIMBAIOT CMTHATITOTeHE3 HEMPOHOB
TUIIIIOKaMIIa M MEXKHEHPOHHBIE B3aNMOCBSI3H, OJIOKHPYIOT
3¢ deKT cTpecca U YCHIMBAIOT HeMporeHe3 B TUIIITOKaMIIe
nyreMm aktuBauuu penernropos HT1A [64].

OnHako, KaKk M aHTUHOLUIENITUBHBIN 3(P(eKT, Bo3-
IIelicTBE Ha KOTHUTUBHBIC (DYHKIIUY Y aHTUACTIPECCAHTOB
CYIIECTBEHHO pa3nmyaeTcs. Tak, B Xome KPYITHOTO IIPo-
cnektuBHOTrO ncciaenosanus C. Shilyansky 1 coaBT. rpo-
JIIEMOHCTPUPOBAIM OTCYTCTBHE YIIYUIICHHUS ITO BCEM ac-
IMeKTaM KOTHUTWBHBIX (yHKIU# (BHUMaHue, MWD,
KOTHUTHBHAsI THOKOCTb, BepOaibHas MHaMsITh, padodast
MaMsTh, CKOPOCTb MPUHSITHUS pellleHnsI, CKOPOCTb 00pa-
00TKM MH(pOPMALIUU U CKOPOCTb IICUXOMOTOPHBIX pEaKk-
i) Ha QOHE JICUSHUs SCHUTAIIONIPAMOM, CEPTPATMTHOM
n BeHmacdakcmHOM MB Ha mpoTsckeHnm 8 Hen maxe

y MalLMEHTOB, Y KOTOPBIX HAOJII0JAIaCh PEMUCCHUS AeTpec-
CHBHOI CUMITTOMATHKH [65].

BBumy 06IIHOCTH TAaTODU3NOTOTHTIECKIX ITPOLIECCOB,
Jexaiux B ocHoBe genpeccun, Xb u KH, ocodyto poib
MIprOOpPeTaeT HOBBIN MyJIBTUMONAIBHBIN aHTUACTIPECCAHT
BOPTHUOKCETHH. B oTiI4Ime oT ceJIeKTUBHBIX MHTUONTOPOB
obparHoro 3axBaTta ceporoHmHa (CHMO3C), mpemapar
SIBJIIETCS aHTaroHUCTOM petienitopoB HT3, 9To mpuBoguT
K oTMeHe Oyiokupymoero BausiHus TAMK u yBennueHuo
BoIeneHud rryramaTa B [TOK u runmokammne. [Mox meiicT-
BHEM BOPTHOKCETMHA TaKKe ITOBHIIIACTCS BBIACIICHUE
alleTWIXOJMHA, TUCTaMUHA M fodaMuHa [66], 4To 1moso-
KHUTEJIBHO CKa3bIBAaeTCSd Ha KOTHUTWBHBIX (DYHKIIMSIX.
Kpowme Toro, obnamast 6osee ceJIeKTUBHBIM ACHCTBHEM Ha
CEePOTOHMHOBEIE perienTophl (aHTaronn3M HT3), mo cpaB-
HeHnuto ¢ CMO3C, mpenapaT MOXET UMETh 00Jiee BbIpa-
JKeHHOE aHTHHOIINIICTITUBHOE neiicTBre mpu Xb.

B otimmume ot CMO3C, BOPTUOKCETUH TOBBIIIAET
BBIZICJICHNE TJTyTaMaTa, OJIOKHPYS CYIIPECCHI0 aKTUBHOCTH
mpaMuIHBIX HelipoHoB [TMK u rummokamIia moxd BiIus-
HHMEM CEepOTOHMHA, UTO TIPUBOIMT K YBEJTMICHHIO MX AKTHB-
HOCTH W YCWJICHUIO UTMTEJIbHON ITOTCHIMAIINK, HEHUpo-
HaJIbHOU IIACTUIHOCTH ¥ (DOPMHUPOBAHMIO BOCITOMUHAHUIA.
DTOT MEXaHU3M MOXET OOBSICHUTH ITPSIMOI IIPOKOTHUTHB-
HBII 3(p(PeKT, KOTOPBIM BOPTHOKCETHUH 00JI1a1aeT B OO~
HEeHHE K aHTHICIIPECCAaHTHOMY IeiicTBMI0. B yacTHOCTH,
B OTJIMYME OT 3CIUTAIONpPaMa U QTyJI0KCETHHA, BOPTHOK-
CETHH IIOBBIIIACT aKTUBHOCTH JIOOHOM KOpPBI Ojaromapst
aHTaroHm3my K penernropam 5-HT7 u 5-HT3 u aronu3my
K peuentopam 5-HT1A [67]. I1pu aTOM BO3eiicTBIE BOP-
THOKCETHHA Ha TJIyTaMaTHBIC ITyTH He IIPUBOIUT K Ipe3-
MEpHOMY MOBBIIIICHHUIO €T0 BBIACICHUS (KaK 3TO IIPOUC-
XomuT mpu ctpecce). [lom meiicTBMEM BOPTHOKCETHHA
TIPOMCXOMIST TOJIBKO TOBHIIICHIE (DYHKIIMKM HEMPOHOB U pa3-
BUTHE aHTUICIIPECCAHTHOTO Y TIPOKOTHUTUBHOTO IEHCT-
BUSI 3a CUCT HEIIPSMOTO YCUJICHMS IIyTaMaTepTUYecKOn
Tepeaadr B KJIFOUEBBIX 30HAX MO3Ta, OTBEYAIOIINX 32 KOT-
HUTUBHBIC (DYHKIMU. B mccaemoBaHmsIx ObLUTO TTOKA3aHO,
YTO JICUeHNE BOPTUOKCETUHOM HE TIPUBOIUT K ITOBHIIIIE-
HUIO BHEKJICTOYHOTO COMEPKaHUS TJIyTaMaTa B BEHTPaIb-
HoM otzejie Tunokammna u [TPK [66].

B otimmumne ot CUUO3C, KoTOpHIE MOBBIIIAIOT, B OCHOB-
HoM, 5-HT, BOPTHOKCETUH TakXe YBEJIMYMBAET YPOBHU
TrUcTaMWHA, HOpaapeHaJInHa U toaMuHa, 9TO CIIOCOOCT-
BYET €r0 MPOKOTHUTUBHOMY IEHCTBUIO M YCUJIMBACT aHTH -
HomuuenTuBHoe. HopanpeHaaH urpaeTt CymecTBeHHYIO
pOJib B KOTHUTUBHbBIX (DYHKLMSAX U BHUMAaHUM, a €ro aH-
THHOLMIIETITUBHOE IEWCTBME MOKA3aHO M, BO3MOXKHO,
peBbIaeT 3¢ deKT cepoToHnHA. TakKe OBIIO ITOKA3aHo,
YTO, B OTJINYME OT (DIIyOKCETHHA, BOPTUOKCETHUH aKTUBH -
PYeT 3KCIPEecCHio TeHOB, 00eCIeYMBaIOIINX Heiporua-
CTUYHOCTH [68]. B aKCriepuMeHTATbHBIX MOAEISIX IIPerapaT
TaKKe YCWIMBAeT Ipoardepanio KISTOK THUIIoKaMIia
OBICTpee, YeM (DIIYyOKCETHH.

Takoe yHUKaIBHOE, OTIIMIHOE OT BCEX OCTAJIbHBIX aH-
TUICTIPECCAHTOB MYJIBETUMONAIbHOE ICHCTBUE ITPUBOIUT
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K OIIYTUMBIM KIIMHAYECKUM MpeuMyliecTBaM. Tak, B HO-
BOM ceTeBOM MeTaaHanu3e B. Baune u coaBT. 1Toka3zanm,
YTO, B OTJIMYUE OT BCEX OCTATLHBIX KJIACCOB aHTUAETIPEC-
CaHTOB, TepaIisl BOPTUOKCETUHOM MPUBOIUT K CTaTUC-
TUYECKN 3HAYMMOMY YIYYIIEeHUI0 KOTHUTUBHBLIX (DYHK-
i [34].

Takum o6pa3oM, IINTETBHBII IPUEM aHTUIETIPECCaH-
TOB 00JIaIaeT 3alIUTHLIM JIeICTBUEM JIJISI TOJIOBHOTO MO3-
ra. OmHaKoO B CUTyalIuU TECHOM MTaTOTeHETUUECKOM B3an-
mocBsi3u Xb, genpeccum u KH ocobyio pons urpaer
MperapaT BOPTUOKCETHH, TaK KaK OH MOXKET 0Ka3aTh MO~
JIOKUTETbHOE IeMICTBAE Ha YPOBEHbD AETIPECCUM, MEXaHW3-
Mbl Xb 1 o6amaeT qoka3aHHBIM MPOKOTHUTUBHBIM (-
(deKTOM TIpM CYIIECTBEHHO JIydllleil MepeHOCUMOCTH 110
CpaBHEHMIO C IpernapaTamMiu, TPAIUIIMOHHO UCITOIb3YeMbI-

3akniouenue

bonee monoBHHBI MalMEHTOB ¢ Xb NpeabsBIsSIOT
xkanoosl Ha KH, KoTopble CHMXKAIOT X TPYIOCIIOCOOHOCTh
W KadecTBO XW3HU. HapymreHus mamsTtd, BHUMaHUS,
ckopocty MeiuieHuss 1 U npu Xb cyniecTByloT 00beK-
TUBHO U 1I0CTaTOYHO Xopoio u3ydyeHol. KH n Xb umeror
o0IIre MeXaHW3MBI ITaTOTeHe3a: HeWpOIIaCTUYHOCTD
B OOIIMX 30HAX T'OJJOBHOTO MO3ra, HeMpoMeInaTOpHBIC
¥ ApyTHE MOJICKYIISIpHBIC MeXaHU3MEL. [lermpeccus, KOTo-
past BBICOKOKOMOopOuaHa BceMm Tumam Xb, Takxke siBisieT-
CsI CYIIECTBEHHBIM (haKTOPOM, IIPUBOISIINM K PAa3BUTHIO
KH. HeobxomuMBbl ganbHeNIe UcciieAoBaHNsT (DAaKTOPOB,
criocoocTByouX pa3zButuio Xb u conyrerBytomux KH,
a Takke usydeHue ooparumoctu KH Ha pone neuenuss Xb
¥ ICTIPECCHM.

mu B 1edeHun Xb.
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BsepeHue

Heiipomatuueckast 6071b — HaTOJIOTMIECKOE COCTO-
sTHHUE, 00YCJIOBIICHHOE TIePeCTPOMKOI COMAaTOCEHCOPHOM
00pabOTKM CUTHAJIOB OPTaHM3Ma, YTO IIPUBOIMT K ITPOSIB-
JICHUIO BBIPAXXEHHOTO 00JIEBOTO cHMHIApoMa. B oTimume
OT HOIIMIIETITUBHOM 0011, HeliponmaTniyecKasi BOSHUKAET
He BCJICACTBHE peaKINM Ha (QU3NIECKOEe IMOBPEXKICHUE,
a B pe3yJIbTaTe MaTOJIOTMYECKOT0 BO30YKICHMST HEMPOHOB
rmeprdepruIecKO MM NeHTPaTbHOM HEPBHON CUCTEMEI,
OTBEYAIOIINX 32 PeakIInio Ha GU3NIECKOe TTOBPEXKICHUE
opranusma [1].

Paznuuaror HeHTpabHYIO B HepudepuIecKyro Heil-
ponaruyeckyr 0oib. K LeHTpalbHOI OTHOCST OOJb,
BBI3BAHHYIO TAKMMHM 3a00JICBAHUSIMU HEPBHOU CUCTEMEI,
KaK KOMIIPECCHUOHHAs/COCYINCTAasl/TIOCTpaTaliOHHasT
MUEJIONaTHs, TpaBMa CIIMHHOTO MO3Ta, CHPMHTOMUEIHS,
JIaTepaIbHbII MHCYJIBT CITMHHOTO Mo3ra U T. 1. K mepude-
PUYECKOI HEMPOIaTUIECKOI OO OTHOCST ITPOSIBJICHMST
TaKMX 3a00JIeBaHMI, KaK ITOJIMHEHPOIIATUM Pa3TUNIHOTO
reHe3a, ITOCTTepIIeTUIECKIE, TPUTeMIHAIBHBIC HEBPAJITHH,
PanMKyJIONaTHH, a TAKXKe 00JIb, 00YCIOBICHHYIO TYHHETb-
HBIMU HelpomnaTusimu [1].

Kapmaneasiit TyHHenpHBIN cuHApoM (KTC) — xom-
IIpeCCUOHHAsI HefiponaTus CPeIMHHOTO HepBa Ha YPOBHE
3aIIICTHOTO KaHaJla, SIBJIIETCS] CaMOil pacIpoCcTpaHeHHOM
TYHHEJIbHO# HelipomaTreil B Mype, KOTopasl Jallle BCero
BcTpeuaeTcst y aull B Bo3pacte 40—60 jer [2].

Knuandgeckast KapTuHa 3a00JieBaHMSI dYallle BCETO
MPOSIBIISIETCS OHEMEHNEM M OOJEBBIMH OIIYIICHUSIMU
B I-1II manbuax kuctu. I1auueHThl MPOCHINAIOTCS B paH-
HHUE YTPeHHME Yachl WM B TeUEHUE HOYM OT OOJIM B 3a-
IISICThE C MPppagualiieil B IIpearuiedbe, XapaKTepHOTO OHE-
MEHMSI ITAJIbIIEB Y KUCTU. Boi MOTYT OBIT CTPEIISIOIINMMU,
HOCHTB IIPUCTYIIO00Pa3HBIM XapaKTep MO TUITY yaapa To-
KOM, a TaKKe MOTYT UMETb ITOCTOSIHHBIM HOIOIINIA XapaK-
Tep, MPUHNUMATh XTYIrii (HEpOIaTHIeCKHii) OTTEHOK [3].

CuUMIITOMBI HelipomaTU4ecKoi 00JIM, BKITIOUAloLIeit
KaK TMO3UTHUBHBIC (TUIIepaITe3usi, TU3CCTe3NH, MapecTe-
3UH), TAK ¥ HETATUBHbBIC (TUTIECTE3MsI, TUTIAJITe3UsT) CUM-
MITOMBI, BcTpevatores B 18—25 % cayyaes [4, 5].

PesynbraThl cciaenqoBaHus ¢ yuactreM 60 malyeHToB,
MMEBIINX BIIEPBBIC BHISIBIICHHYIO TYHHEIBHYIO HEMpoITa-
THIO CpEAMHHBIX HEPBOB Ha YPOBHE 3aIISICTHOTO KaHaja,
He CBSI3aHHYIO C TPaBMOI BEPXHUX KOHEUHOCTEH, TTOKa3a-
I ciemyrolee: 1) mMocTosTHHAs HeipormaTuieckass 00Ib
JIOCTOBEPHO 0OoJIee YacTo pa3BUBaiach y manueHToB ¢ KTC
¥ caXxapHBIM OUabeToM; 2) TeHACHILINIO K Pa3BUTHIO HEii-
pOIIaTUYECKOM OO MMENM TMAIMeHTH ¢ M30BITOYHOMU
Maccoit Tela ¥ Ipu3HaKaM# IMOPaskeHUST MOTOPHOTO KO-
pelka Ha ypOBHE IIERHOTO OT/Ie/Ia TO3BOHOYHUKA [6, 7].

B 73 % cnyyaeB HOYHBIE 0OJMIM B MaJblaXx HAPYLLAIOT
HOYHOW COH TMAllMeHTOB, a B 17 % — BbIHYKIAIOT CMEHUTB POJT
TIeSITeIBHOCTY M3-3a IIPOrPeCCUPOBAaHIS CUMIITOMATHKH [8].

CoOOTBEeTCTBEHHO, TTpaBWIbHAS TUATHOCTHUKA W TUIa-
HupoBaHue JedeHnst KTC sBisiioTes colmaabHO 3HAUM-
Mo 3amaueii [9].

Jnarnoctuka Heiiponatnyeckoii 6o u KTC nposo-
IUATCS C TIOMOIIBIO KIIMHNYECKOM OIICHKM, a TaKKe MH-
CTPYMEHTAJIbHBIX METOIIOB MICCIICIOBAHMS (CTUMYJISILIMOHHAST
anekrpoHelipomuorpadus (DHMI') MOTOpHBIX 1 ceHCOP-
HBIX TTOPIIUIA CPeIUHHBIX HEPBOB, YIETPa3BYKOBOE UCCIIE-
nmoBaaue (Y3M) cpennHHBIX HepBOB). OTHAKO, HECMOTPS
Ha T0, uto ODHMI 1 Y3U cpeaHHBIX HEPBOB SIBJISTIOTCS
«30JIOTBIM CTaHIAPTOM» OTIPENeICHUS TarHo3a, paccMa-
TPUBATh MX KaK METOI OLICHKU BBIPAXKEHHOCTHU 00JIEBOTO
CHHIPOMA He MPEACTABIISICTCS BO3MOXHBIM.

OOBeKTUBHU3AIMS XapaKTePUCTUK CaMOro 0OJIEBOTO
CHHAPOMA M CEHCOPHBIX CUMIITOMOB — BaXKHBIN KOMIIO-
HeHT auddepeHInaTbHON THaTHOCTUKI Pa3TMIHBIX TH-
noB 6ou. [11st BepuduKauuy U KOJTUYeCTBEHHOM OLIEHKH
00JIM CephEe3HBIM TTOACITOPHEM TSI Bpauel CTaJIN ITKAJIBI
¥ onpocHuku [10].

B 1ensix mnddepeHIIMPOBaHNS pa3HBIX TUIIOB HEii-
poraTUYecKoil M HouulenTuBHONM O6oaum M. Bennet
B 2001 1. mpeacTaBmit JIMACKyIO KAy OLIEHKH Helipora-
tnaeckoii 6oiu (the Leeds Assessment of Neuropathic
Symptoms and Signs Pain Scale, LANSS) [11]. OnpocHukK
3aIIOJTHSICTCS] BpauoOM M COCTOUT M3 2 0;10KOB. [lepBhIii
BKJIIOYAET ITYHKTHI O CTENEHW BBIPAKEHHOCTU IHM3E-
CTe3WH, AJUIONWHUM U peaKIInW Ha TeMIIepaTypHBIE pa3-
IpaxXXnUTeId, a TaKKe O MapOKCU3MaJIbHOI 00MM W Be-
reTaTMBHOM muchyHKIMU. BTOpoit 670K IMOCBSIICH
KIMHAYECKOMY MCCIICIOBAaHNIO AJJIONUHUN, TUTIePAJITE-
3UN ¥ rurioajire3nu. I1o okoHYaHUM paboTHI ¢ MAIlUeHTOM
TIPOBOAMUTCS TTOICUET OaToB (MakcuMyM 24 6aiia). Ecin
cymmMma 6ayutoB <12, HEHpPOIMATUIECKU MeXaHU3M (pop-
MHPOBaHUS OOJIEBBIX OIIYIIEHUN MaJOBEPOSITCH; €CIU
cymMma 0ajlioB >12 — BEpOsITEH.

B 2013 r. B Typuuu ObLIO BBITIOJTHEHO MCCIIeTOBaHUE
B3aMMOCBSI3U CTETICHU BBIPAXKEHHOCTH HelpoaTHIecKoi
6oy, ottleHeHHOM Mo LANSS, ¢ pe3ynbsratramu Heitpodu-
suonornueckoro uccienosanus npu KTC [12].

Heobxomnmast TMHTBOKYJIETYPHAST aaaTTallds ¥ OLICH-
Ka IICUXOMETPUUYECKNUX CBOMCTB IIKAJIBI Y2Ke BBITTOJTHECHBI
B Ucmmanum [13], Iperun [14], Moptyranuu [15] n gpyrux
cTpaHax. B maHHO# craThe IIpeACTaBICHBI PE3yIbTaThI
o Bamuganu LANSS 171 pycCKOSI3bIYHOM MOV,

Mamepuanb! u Memogbi

WUccnenosanue no Bannmanmu LANSS cocrosio us 2
sramnoB. J1Jist 3Toro 6buta co3gaHa padoyast IpyIina, BKIIIO-
qarolmas MeIULMHCKAX TMEPEBOJYMKOB, MEIULIMHCKOTO
CTaTHUCTHUKA, HEBPOJIOTOB, HEMPOGU3NOJIOTOB.

Ha 1-m s1amne npoBeaeHa TMHIBUCTHYECKAS pPaTUDU -
Kalysl OPUTMHAJIBLHON AaHTJIOSI3BIYHOM BEPCHM IIKaJIbI.
ITocie BBITTONTHEHUS TTEpeBOAA IIKaJIbl Ha PYCCKUM S3BIK
JIBYMsI MEIUIIMHCKUMU TIepEeBOAYMKAMK HE3aBUCUMO JIPYT
OT Jpyra KOMITWJIMPOBaHHas1 Bepcusl Oblla HarpasjieHa
Ha 0OpaTHBIN MEPEBO MEPEBOTYMKY-HOCHUTEIIO aHTJINA -
ckoro s13bika. Ilocie momydeHus nepeBoaa Ha 3aceqaHuu
SKCMEPTHON KOMMCCHUM ITOJ TMPEACENaTeIbCTBOM MEIN-
IIUHCKOTO TIepeBOJYMKA, HE IIPUHHMMABIIEro paHee
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y4yacTtusi B pabore, Obuia pa3paboTaHa MPOMEXYTOUHAs
BepcusT mKaibl. [lociie MMIOTHOTO TeCTUPOBAHUS OBLIO
IIPOBEACHO MMOBTOPHOE 3aceIaHNe SKCIIEPTHON KOMUCCUUT
B IEJISIX JOPAaOOTKM 1 YTBEepKACHUS (PUHAITBHON PYCCKO-
a3b19HOM Bepcun LANSS.

Bropoii atan mcciaemoBaHUs MOIpa3yMeBall OICHKY
TICUXOMETPUUYECKIX CBOMCTB (HAIEXKHOCTh, BAJIMITHOCTD,
YYBCTBUTEIIBHOCTH) Pa3pab0TaHHOM pPyCCKOSI3BIYHOM Bep-
CHU IITKAJTBL.

HanmexxHOCTh — yCTOMYMBOCTh MHCTPYMEHTA K OIINO-
KaM usMmepeHus [16]. B mzaHHOM ucciegoBaHMU B Kaye-
CTBe TTapaMeTPOB HAlIEsKHOCTH OIICHUBAJIMCHh BHYTPECHHSIS
COMTACOBAaHHOCTh M BOCIIPOM3BOAUMOCTb. BHYTpeHHSS
COTJIaCOBAHHOCTh OTPaXXaeT B3aMMHYIO KOPPEISIIHIO
IIYHKTOB ONMpocHMKa. [10CKOIbKY OTBETHI Ha BOIIPOCHI
orpocHnka LANSS mipencraBieHBl TOJIBKO BapHaHTaMU
«JIa» WIN «HET», TO BHYTPEHHIOIO COTJIACOBAHHOCTH M3-
yJ9aaud ¢ TOMOINbIO aHajora KoaddumnueHtra anbdha
Kponbaxa m1s1 DTUXOTOMHYECKOM IIKAJbl — KPUTEPHUS
Krrogepa—Puuapncona. Bocnpou3BoguMOCTh LIKAaJbI,
T. €. €€ YCTOMYMBOCTh K OIMMOKAaM M3MEpeHUIT BO Bpe-
MEHHM, OIpPEeAC/IsIIach METOJIOM TeCT—peTecT. B ocHOBe
MTAaHHOTO METO/a JIEKUT OIleHKa Ko3(duimeHTa Koppe-
qsguun [TupcoHa Mexmy GajutaMu, TTOJYYeHHBIMU TP
OIIPOCE OTHOTO M TOTO XK€ PECIOHACHTA ABAXIBI Yepes
OIIpeIeJICHHBIN MPOMEXYTOK BPEMEHH IPU OTCYTCTBUU
U3MEHEHUH B ero coctostHuu [17]. B Halliem ucciegoBa-
HUM MHTEPBaJ COCTaBIII 2 4.

BamummHOCTP — CIOCOOHOCTH IIKAIbI OICHUBATH
WMEHHO TO CBOMCTBO, U1 M3YUYEeHUSI KOTOPOTO OHA ObIIa
co3nmaHa. BammmHOCTb ObIBaeT comepKaTeIbHOM 1 KPUTE-
puanbHoit. ComepXaTeTbHYI0 BAIMIHOCTD, OTPAKAIOIIYIO,
HACKOJIbKO OMPOCHUK B LIEJIOM U KaXKIbIi U3 €ro KOMIT0-
HEHTOB OXBATHIBAIOT 3aJI0KCHHBIC B HEM XapaKTEPUCTUKMH,
HCCIeA0BaId MyTeM 3KcrepTHo# oueHku [18]. Kpure-
PUAJTBHYIO BaJIMIHOCTD OIPEACIISUTN M0 KO3MDOUIINEHTY
Koppesimn [InpcoHa MeXmy pe3yabTaTaMi OIEHKH I10
LANSS wn pesynasraramm omeHkn o DASH (the Disa-
bilities of the Arm, Shoulder and Hand Outcome Measure,
oumaabHOe Ha3BaHME BEPCHHM HAa PYCCKOM SI3BIKE —
«Bonpocuuk DASH HecniocoOHOCTE BepXHUX KOHEUYHO-
creit»). PycckosiapraHast Bepcus onpocHruka DASH Obina
noaroTosieHa aBTropamu Davit O. Abrahamyan u Gevorg
Yaghjyan 1 pasMeliieHa Ha o(pUIIMATLHOM MEXIyHApOI-
HoM caiite [19].

YyBCTBUTEIIPHOCTD — XapaKTEPHUCTHKA IITKAJIBI, OTpa-
XaoInass U3MEHEHUSI COCTOSIHUS TAllMEHTa B TEUYCHUE
Ieproaa BpeMeHH, paBHOT0, KaK IIPaBUJIO, IUIMTETEHOCTH
JeyeHus. B xome wmcciemoBaHUsI OBLIM COIIOCTABIICHBI
pe3ynbTaThl 1-r0 00CeIOBaHMS MAIIMEHTOB, MTPOBOINB-
LIErocs IMPH UX 0OpaIlleHNH B KIIMHUKY, I 2-TO — CITYCTS 2
HeJl TTocJIe IMPOBEICHHOTO JICUSHUS.

B uccnegoBanue 6b1M BKITIOYeHBI 84 ciyuyas KTC
(74 manmmeHTa C OMHOCTOPOHHUM, 5 IMAIIUEHTOB C ABY-
cropounuM KTC). Kpurepun BKIIOUYESHUS: OTHO-
CTOPOHHUM WJIW OBYCTOPOHHUM HAMONATHYECKUNA

Bepudunuposanueii KTC, monrBepxkxaenusiii Y3U
CpeIVMHHOTO HepBa B 3amsCcTHOM KaHaje. Bo3spact
YYaCTHUKOB OBLT HeorpaHW4eH. Kpurepum nckioue-
HUS: TpaBMaTtndeckas mpupona KTC, monruHeipomna-
THS JIIOOOTO TeHe3a, HaJInIre MIPOTUBOMMOKA3aHUM IS
BeimoyiHeHUss DHMT (HapymeHue 1eJJOCTHOCTH KOXK-
HBIX TTOKPOBOB, HAJIMUKE MICUXNIECKOTO 3a00JICBaHUS
C TIOBBIIICHHO! HEPBHOW BO30YIMMOCTBHIO), OTKa3
ManreHTa OT UCCIIEeIOBaHMSI.

HdurarHocTU4eCcKoe NCCIeI0BaHe CPeIMHHOTO HepBa
TIPOBOIWIIN TT0 cTaHmapTHOM Metomuke (J. Kimura, 2001)
C MCIOJIb30BaHUEM CTUMYNsIIMOoHHO DHMI Ha yeThI-
peXKaHAJTBbHOM 3JIeKTpoMHoOTpacde SKCIepTHOTO Kiacca
Keypoint (Medtronic, Jdanusa). Y3W BHIIOMHSIIM Ha
npubope Philips ITU33 nuHeHBIM JaTYNKOM € YaCTOTOM
9 MIi1.

Bcem mamnmeHTaM B IJIAaHOBOM ITOPSIIKE ObLTA BBITION -
HEHa SHIOCKOIMYeCcKasl IeKOMITPECCHUSI CPEIMHHOTO He-
pBa B HelipoxupypruieckoM otaeneHur HaydyHoro 1ieHT-
pa HeBpoJjiorMu. PaHee Ha 6a3e HEMPOXMPYPTUUECKOTO
OTIEJICHMS TIPOBEACHBI pa3pab0TKa M JeTaIM3aIlnsl OIe-
PaTUBHOTO JICUCHUSI, OIIpeieSiecHa ONITUMAaJIbHAST TEXHUKA
BBITIOJTHEHMST IEKOMITPECCUM CPEIMHHOTO HepBa (ITaTeHT
Ne 2615905 «Criocob IeKOMITPECCHUM CPEIMHHOIO HEPBa
TP KapmaJIbHOM TYHHEJIBHOM CHHApPOMeE»). OCOOeHHO-
CTBIO BBIIICYITOMSIHYTOM paOOTHI SIBIISICTCS SHAOCKOITIIE-
CKas BU3yajau3alusi, IIPA KOTOPOM BO3MOXHO IETaTbHO
BU3YAJIM3UPOBATh CPEAMHHBIN HEPB Ha BCEM IIPOTSLKEHUN
KapITaJIbHOTO KaHaJla, OIIEHUTD €r0 COCTOSIHHE, TTOJTHOTY
MPOBEICHHON TeKOMITPECCHUH, COCTOSTHHE TeMOCTa3a IIpU
OTCYTCTBUM HEOOXOIMMOCTH YBEJIMUCHUS 00beMa orepa-
i [20].

Ocmortp ¢ onienkoit mo LANSS u DASH ocymiecTsis-
JIN OBaXXIBI: O Hadaja OIEePaTUBHOTO JICYCHUS W depe3
2 HeJl TIOCJIe ero TIPOBEIACHMSI.

OnpeneneHne o0beMa PEIPe3eHTaTUBHONM BBEIOOPKHU
TIPOBOIMJIA B COOTBETCTBUHM C OOIICIIPUHSITHIMU PEKOMEH -
mamusmu [21]. O6weM BeIOOPKH (7 = 84) OBUT JOCTATOY-
HBIM TIPU IOIYIICHUN OTKJIOHEHUS BBIOOPOYHOTO Cpel-
HETO OT TeopeTndeckKu ucTuHHOTro Ha 0,82 6aa. OueHkH,
TOJTyYeHHBIE TIPY TTOBTOPHOM 00C/IeIOBAHNH TTALIIECHTOB,
HE COOTBETCTBOBAI HOPMAJILHOMY pacIIpeAe/IeHUIO, TI0-
STOMY JUIST U3y4EeHUS YyBCTBUTEIbHOCTH IIKaimbl LANSS
WCITOIB30BaAIM HemapaMeTpuueckuii W-kpurepuit Bui-
KOKcoHa. Bo Bcex cimydasix mmpoBepKU TUIIOTe3 3HAYMMBIM
ypoBHeM paznuuunii cauraics p <0,05. CTaTuCTUIECKYIO
00pabOTKY TaHHBIX IIPOBOIIIIN C MCTIOJIB30BaHUEM TIPO-
rpammbl IBM SPSS Statistics 23.

Pesynbmambl u 06cyxaeHue

Pa3paboTka pycckos3bpraHoii Bepcnu. [TroTHOE TecTu-
poBaHMEe Ha HEOOJBIIONW BBEIOOPKE TMammeHToB (1 = 20)
¥ TIoC/Ienyrolee 3aceJaHne SKCIEPTHON KOMHUCCUM T10-
3BOJIMUIM YTBEPIUTh (DMHATILHYIO PYCCKOS3BITHYIO BEPCHUIO
LANSS. Banupammst mKaibsl ObUTa 0mo0peHa M COoriaco-
BaHa ¢ ee pa3paboTunkoM Michael Bennett.

TOM 8
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JINJICKAA ITIKAJIA OIEHKHN
HENPOIIATUYECKOMH BOJIN (LANSS)

TOM 8

IMosicHenne. DTa MKaJa MOMOraeT BbISIBUTb HAPYIIeHHe (DYHKIIMH HEPBOB, OTBEYAIOMINX 32 00JIb.

D10 BaXKHO JJIA onpeaejeHuda JajJbHeimel TAKTHKY JIeYeHns.

A. OIIEHKA BOJIA (OITPOCHHUK)

* [TogymaiiTe, KakMMM ObLIM Ballly 60JIEBbIE OLIYIIIEHUS 32 TTOCAENIHION HENEIO.

* [Toxxanyiicta, BeIOEpUTE YTBEPXKIECHUS, Hanubojiee TOYHO OMUCHIBAIOIIME Ballly OOJIb.
1) IIposBisieTcs im Bama 00Jib B BUIe CTPAHHBIX HEMPUATHBIX OUIyHIEHNi HA KoKe? MO0KHO JI CPABHUTD 3TH OULYHIEHHUS

C MOKaJipIBaHuem?

a) HET — bosb, KOTOpYIO SI UCTIBITHIBAIO, HEIb3S OITMCATh TAKUM O0PA3OM .......ccceeeennnnnnenn... 0)

b) JIA — MeHsI TOBOJIBHO YaCTO 0€CITOKOSAT MOJTOOHBIE OIIYIIEHUST ....vvvvveeeeeeeeeerrrreeeeeeeeeennnns ®)

2) N3menseTcs Jid Koxa B o0sacTy Jokaam3amuu 6om? TTokpbiBaeTcs m oHa naTHaMu? BeImisauT Jim mokpacHesimeii?
a) HET — BoJjib He BAUSET Ha BHELTHUMN BUIL KOKH .....uvvrverreeeeeeenrrreeeeeeeeseinnrreeseeessssisssesseseennnes 0)

b) 1A — Tam, raoe MeHst 6eCITOKOUT 00J1b, BHEIITHUI BUI KOXM OTJIUYAETCSI OT HOPMAJIbHOTO .. (5)

3) IToBbimena Jin 9yBCTBUTEIBHOCTD K IPUKOCHOBEHUIO HA MOPAKEHHOM y4acTKe Koxku? MoXKHO JiM CKa3arh,

YTO JICrKOoe MOorakKuBaHue KOXXKu, COINPUKOCHOBCHUE C O/1€K/10¥ BBI3bIBAIOT HENPUATHBIC WIH 0oJieBbIE omymemm?

a) HET — Ha mopaxkxeHHOM yJacTKe KOXH UyBCTBUTEIBHOCTh HE U3MEHEHA ...........ccceeeeunnnnnnn. 0)

b) IA — Ha nopak€eHHOM y4acTKe UyBCTBUTEIbHOCTD KOXKU MOBBILIEHA .........cccvvvvvvennaeaeaeannns (3)

4) ITosBaseTcs i 60J1b BHE3AMHO, B MIOKOE 0€3 BUIMMbIX PpuIuH? IV 03KHO JIH ONHCATh €€ KaK MyJIbCHPYIOIYI0, Pa3pbiB-

HYIO WJIH IIOXOXKYI0 HAa yAap 3JIEKTPHUECKHM TOKOM?
a) HET — Mou o1ryiiieHust HeJIb3s1 OIMCATh MOTOOHBIM OOPABOM .......vvvvrvvvrrererereeeeeeeeaeeaaaenenns 0)

b) JIA — MeHs TOBOJIbHO YaCTO OECITOKOSIT IMTOJOOHBIC OLIYLIEHMSI «...ccvvveeerriennarerinneeeeenannnnnns 2)

5) Ormyaercs TEMIIEpaTypa KO2KH HA NMOPAKECHHOM Y4ACTKE OT TEMIICPATYPbl OCTAJIbHOM IMOBEPXHOCTH KOXKH?

Mo02KHO JIH ONIMCATH MOA00HBIE OLLYIEHHS KaK JKIKEHHe MM Kap?
a) HET — MeHs He 6eCIOKOSIT MOJOOHBIE OLIYIIEHMST .evvvvvveneneeeeeeeeerererrssenennaaaeeeeeesesesssssnennns 0)

b) JIA — MeHsI 1OBOJIbHO YacTO 0€CITOKOST MOJOOHBIE OIIYIIEHUST ......cevvvvvvrnnneeeeeeeeeeereerenennns (1)
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B. OHIEHKA YYBCTBUTEJIBHOCTHA

Hccaenyercs moBepXHOCTHAS YyBCTBUTEAbHOCTh Ha HAIMYME AJZIONMHUM M MI3MEHEHUsI Iopora 00JIeBOil YyBCT-
BUTEJIBHOCTH (TIPY YKOJIE UTJION) Ha MOPaKEHHOM YJ9acTKe KOXHM B CpPABHEHUHN C aHAJIOTMYHBIM YYaCTKOM Ha TIPOTH-

BOMNOJIOXXHOM CTOPOHE TEJia 0o Ha APYIroM y4aCTKE KOXKH.

1) AJIOINHASA

OlLIeHNUTE YyBCTBUTEBHOCTh K JIETKOMY ITPMKOCHOBEHUIO BaTOI Ha TTOPaXKEHHOM U 30POBOM YYaCTKaX KOXM.
Hanmume anmonmHM MOXHO KOHCTaTUPOBATh, €CJIM MPUKOCHOBEHUE K ITOPAXXEHHOMY YIACTKY KOXKHU BBI3BIBACT
00JIb WU APYTYE HETIPUSATHBIC OLIYIIeHUs (MTOKaJbIBaHKE, TOIITHOTY), B TO BpeMsI KaK IIpY MPOBEISHUN TeCTa

Ha 3JI0POBOM YJacTKe KOXKH MTOJTOOHBIX OINYIIICHUI He BO3HUKAET.
a) HET — YyBCTBUTENTLHOCTb OJMHAKOBA HA O0OMX YUACTKAX ....ceevevvvvvrriiinneeeeeeeeeeererrsnnnnnnnnns (0)

b) A — AIZTOIMHMS TOJTBKO HA TTOPAKEHHOM YUACTKE ..vvvvvrerrrreeeeeeeeeeeeeeseeeieeenennssssssseresseseees %)

2) UBMEHEHUE ITOPOTA BOJIEBOI YYBCTBUTEJILHOCTHU

OrnpenenuTe OPor 60J1eBO YyBCTBUTEILHOCTH Ha 3I0POBOM M MOPAXKEHHOM YJacTKaX KOXHU, UCTIONb3Ys UTITy
23 kanunbpa, BCTaBICHHYIO BHYTPh MIWIMH/IPA IImpuiia 00beMoM 2 mil. Eciii Tipu yKosie Ha 310pOBOM y4acTKe
OMIYIIIAETCsI OCTPOE MPUKOCHOBEHNE, a HAa TTOPAKEHHOM YJacTKe MUHOE — HalpuMmep, MPUKOCHOBEHUE HE YyBCTBYET-
CsI COBCEM, OIIYIIAETCS TYII0e TPUKOCHOBEHUE (TTOBBIIIEHHBII TOPOT 60JIEBOI YyBCTBUTEIBHOCTH) WJIM OYE€Hb
Oosne3HeHHOE (CHUKEHHBIN TTOPOT 00JIEBOI YYBCTBUTEIHHOCTH ), TO MOXHO KOHCTAaTUPOBATh U3MEHEHWE TTOpora
00J1eBOI YyBCTBUTEIBLHOCTU. ECM yKOJ HE OlllyIllaeTcsl HUTE, TO HaeHbTe UTJTY Ha LUTPUILL 7151 YBEIMYEHUS Beca

N IMPpOBEANTE TECT ITIOBTOPHO.

a) HET — OwmyieHust oT yKoJia UTJI0i OMMHAKOBBI HA O0OMX YUACTKAX ....cevvvvvvennneeeeeereerenennnns (0)
b) A — MI3MeHeHHOE OIIYIICHNE OT YKOJIA UIJION B IIOPAKEHHOM OOJIACTH ........cceeeennnennnnnnns 3)
IMOJCYET PE3YJIbTATOB

Z[J'ISI IOJIy4CHUA UTOTOBOM CYMMBbI CKJIaAbIBAIOTCA 3HAYCHUA IMMapaMETPOB OLICHKHA oo n HYYBCTBUTCJILHOCTU
CYMMA BAJIJTIOB (MaKCUMYM 24 OQIIITA) ....cevvvueeeeiiiiieeeeeiiiieeeeeeeiiieeeeeevaieeeeeeane

Ecau cymma 6asutoB <12, HeiipornmaTHaecKuii MexaHU3M (popMUPOBaHMS OOJIEBBIX OIIYIICHUI MAJIOBEPOSTEH.

Ecnu cymma 6asuioB >12, HeiiponnaTuueckuii MexaHu3M (popMUpOBaHUS OOJIEBBIX OLIYIIEHUI BEPOSTEH.

TOM 8
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Ta6muua 1. Hcxoonsie napamempo: nayuenmos, yuacmeosaguiux 6 ucciedosanuu (n = 84)

Table 1. Baseline characteristics of the patients participating in the study (n = §4)

Age, years Number of patients, n (%)
30—44 2(2,4)
45—-59 6(7,1)
Myxkckoi
Male 60—74 3(3,5)
Crapire 75
75 and older 33,9
30—45 9 (10,7)
46—59 42 (50,0)
KeHckmit
Female 60—74 14 (16,7)
Crapiire 75
75 and older 55,9

Total, n (%)

Total LANSS score, Me (IQR)

14(16,5) 10 (3—14)

70(83,5) 9(3-13)

Ilpumeuanue. 30eco u ¢ maba. 2, 3: LANSS — the Leeds Assessment of Neuropathic Symptoms and Signs Pain Scale, J/ludckas wikanra
oueHKku Helponamuyeckoil 6oau; Me — meduana; IQR — mesckeapmuabhblii uHmepean.
Note. Here and in Tables 2, 3: LANSS — the Leeds Assessment of Neuropathic Symptoms and Signs Pain Scale; Me — median; IQR — interquartile range.

OrneHKa NCUXOMETPUYECKIX NMOKA3aTeIeil PyCCKOS3bIu-
Hoii Bepcun mKkayisl LANSS. VcxonHble mapamMeTpsl anu-
€HTOB, YYaCTBOBABILINX B MCCJIEAOBAHUU, TIPENCTABICHBI
B TaOm. 1.

Pacnipenenenue malieHTOB MO TPYMIIaM A0 JIEUEHUS
B 3aBUCUMOCTH OT KOJIMYECTBA HaOpaHHbIX O6auioB (<12,
>12 6aI0B) U MOKa3aTeau MeIuaH B TPYIINAX MPEeACTaB-
JIEHBI B TA0. 2.

PesynbraTel OlleHKM BHYTPEHHEH COTJIACOBAHHOCTU
LIKAJIbl — B3aMMHOW KOPPEJISILMUA ITyHKTOB U3y4aeMOU
LIKaJIbI, MOJy4YeHHbIe 110 MmeTony Krtogepa—Puruapncona,

Tabmiua 2. Pacnpedenenue nayuenmos no koauvecmsy HabpaHHvix 641106
Table 2. Patient distribution by total LANSS score

Characteristic Total LANSS score <12

(nociceptive pain)

Total LANSS score >12
(neuropathic pain)

Iomn, n (%):

Sex, n (%):
MYXCKOM
male
KEHCKMIA
female

9 (64)
44 (63)

5(36)
26 (37)

Bannbr
10 IIKaJie
LANSS,
Me (IQR)
LANSS
score,
Me (IQR)
|

7 (2-10) 15 (13—15)

OKa3aJInCh Bbile HeoOoxogumoro mopora (0,7) u coctaBu-
qm 0,74. KoaddbuimeHTbl KOppensium MexXay KaKIbiM
myHKkToM 1ikanel LANSS npencrasnens B Tao. 3.

[pu olieHKe HANEKHOCTH OTTPOCHUKA METOIOM TECT —
petect kKoabduumreHT koppensuun [lupcoHa cocraBun
r=0,99 (p <0,01), 4TO COOTBETCTBYET OYEHb CUJIbHOI
CBSI3W MEXIy NTePeMEHHBIMU M 03HAYAET, YTO IO MPOIIIe-
CTBUM KOHTPOJIBHOTO WHTepBasia BpeMeHu (120 MuH)

Taomana 3. Koagpuyuenm mexucnynimosoi koppessyuu wkanvi LANSS
(memod Kvtodepa— Puuapdcona)

Table 3. LANSS point biserial coefficient (Kuder— Richardson formula)

LANSS
point
1 1 0,67

s 0,79 0,95 0,84 0,74

2 0,67 1 0,74 0,78 0,85 0,69
3 0,79 0,74 1 0,89 0,72 0,84
4 0,95 0,78 0,89 1 0,85 0,92
5 0,84 0,85 0,72 0,85 1 0,89
6 0,74 0,69 0,84 0,92 0,89 1

Hmoeoewlii

K03puyu-

eHm 0,74

Final

coefficient
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LANSS, 6annbt / LANSS, score

. 1

Mocne nevennn / After treatment

Lo neuenus / Prior to treatment

Pesyrvmamul oyenicu no Jluockoil wikane oyeniu Heiponamuueckoll 604u
(LANSS) do onepamueroeo nevenus u nocie neeo

Results of the Leeds Assessment of Neuropathic Symptoms and Signs Pain
Scale (LANSS) prior to surgery and after it

OLICHKU CTICIINAINCTa HUKaK He TIOMEHSUINCH U, CJICIOBa-
TeIbHO, paccMaTpuBaeMast Imkama LANSS gaBaserca
YCTOMYMBOI K IeBUALIMSM M3-3a BPeMEHHOTO (hakTopa.

ComepkaresibHast BAIMIHOCTD OIIPEICIISUIACH ITTEM 9KC-
TIEPTHOM OLIeHKY. KaXKpIif IyHKT OIPOCHUKA COOTBETCTBYET
3aJI0’KEHHOMY B HETO COIePKaTeIbHOMY KOMITOHCHTY.

I[Ip umccremoBaHWMU KpUTEpHATbHON BaJUIHOCTU
ourenku o mkaiaM LANSS u DASH okazanuce mocra-
TOYHO OJIN3KH, UTO OTPaAXKACTCS B MOJydeHHOM K03 du-
uureHTe Koppesiuuu mmo Iupcony (= 0,67; p <0,001).

s onpeneneHnst 9yBCTBUTENLHOCTH KAl LANSS
OIICHKA TAIIMEHTOB IIPOBOIMIIACH IBAXIBI C MHTEPBAJIOM
2 Hen. [Noce mpoBeneHUs IcIeHUS CYMMBI 0aJUIOB, TIOJTY-
YyeHHbIe ¢ ToMomblo IKaabkl LANSS, yMeHBIIMINCE,
YTO TOBOPUT 00 YAYUIIICHUN COCTOSTHUS TTAlIeHTOB. 1St
TPOBEPKHU CTATUCTUUECKOI TOCTOBEPHOCTH TUX YIIyUIIIe-
HUI1 6asutel 110 onipocHUKY LANSS, rmoyyeHHEBIE 10 ede-
HUS U TIOCJIE HEeTO, COITOCTABIISLIN MEXIy COOOI ¢ TTOMO-
b0 HemapaMeTpudeckoro W-kputepus BumikokcoHa,
pacueThI IT0 KOTOPOMY ITOKA3aJIi BEICOKYIO JOCTOBEPHOCTD
pazmawii (p <0,0001) (cM. pUCYHOK).

3aknioyexue

Hanuuue rpocThIX ¥ JOCTYITHBIX MTHCTPYMEHTOB OLICHKU
BBIPasKEHHOCTU HEMPOTTaTHUECKOI OOIM UTpaeT HEMAJIOBaXK~
HYIO POJIb KaK B IOBCEIHEBHON KIIMHUYECKON MPaKTUKE,
TaK ¥ TIpY MMPOBEACHNN HayIHBIX MccaenoBaHnii. OmHUM 13
TaKNX MHCTPYMEHTOB SIBJISIETCS CITeIMaTA3MPOBaHHAs IITKa-
ma LANSS. Pe3ynbraThel MccienoBaHUs TTOKA3aJId BBICO-
KW YpOBeHb HaIeXKHOCTU, BAJIMAHOCTU W YyBCTBUTEIb-
HOCTH PYCCKOSI3BIYHOIM BEPCUM IIIKAJTBI.

BamaupoBaHHasg pycCKOSI3bIYHAS BEPCUSI MOXKET OBITh
KCITOIb30BaHA [JIsI AUArHOCTUKU HEMpOITaTU4ecKoin 0onu
Y HEBPOJIOTMYECKUX OOJIBHBIX, a TAKXKE B CMEXKHBIX 001aCTIX
MmemuuuHbl. [Ipyn Hamuuum HelponaTUYecKoro O00JIEBOroO
CUHIpOMA 1ITKaJIa MOXKET OBITh MOJIE3HA U OLIEHKM JWHA-
MUKH COCTOSTHUSI TTALIMEHTOB, CTPAJAIOIINX TYHHEJIBHBIMU
HelponaTusaMu, 10 JeUeHMs 1 TTociie Hero. Mcronb3oBanye
BaJIMAMPOBAHHOTO MHCTPYMEHTA TP MPOBEICHUN HayYHbIX
HCCIIeA0OBAHNIA TTO3BOJIUT MTOBBICUTEH KAYECTBO BBITTOTHSIEMBIX
padoT U pacCIIMPUT MEXKIYHAPOTHOE COTPYITHUYIECTBO.
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The article outlines the current knowledge of the etiology, pathogenesis, clinical features and diagnostic criteria of one of the forms of mito-
chondrial encephalomyopathy — the Kearns—Sayre syndrome. The observation of a patient with an incomplete case of the Kearns—Sayre
syndrome is presented. The complexity of diagnosis and the range of differential diagnostic search as well as approaches to treatment with
the use of neurotrophic factors are widely discussed in the research.
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Beeneuue

B 60-x rogax npouuioro Beka GbLIA OIMUCAHbI OCHOB-
HbIE HACJIEACTBEHHbIE OOJIE3HM YEIOBEKAa, CBS3aHHBIC
C HapyieHreM (QYHKIIMA MUTOXOHIPUHN, KOTOphIE, KaK
MPaBUJIO, ACCOLIMMPOBAHBI C MOJMOPTAHHONW CUMITTOMA-
THKOM M MOTYT Ie0I0THPOBATh B pa3HOM Bo3pacte [1—4].
IlopaxkxeHne MUTOXOHAPWI MPUBOAUT K OOpa30BaHUIO
CBOOOJHBIX PAAKaJIOB, MOBPEXIECHUIO OEIKOB U TUOEIU
kietku. Hanboree ysi3BUMBbIMU SIBIISTIOTCSI HEUPOHBI, MbI-
IIEYHBIE BOJIOKHA CKEJIETHOI MYCKYJIaTyphl, KAPAUOMUO-
LIUTHI, AESATETBHOCTb KOTOPBIX TPEOYeT 3HAUNTETbHBIX SHEP-
retuyeckux 3arpaT [5]. KinuHuueckass reTeporeHHOCTb
MUTOXOHIPUAIBHBIX O0JIe3HEN OOYCIOBJIIEHA IIMPOKUM
MaTOTeHETUIECKUM CIIEKTPOM U BOBJIEYEHHEM B MaTOJIOT -
YecKuil TIpoliecC MHOTUX CUCTEM OpraHu3Ma. AJITOPUTM
JIMarTHOCTVKW CJIOXEH, TTOCTAaHOBKA IMarHo3a He Bcerna
BO3MOHA TTPU TMEPBOM OOpaIlleHNH MAllMeHTa, a IJIsl OTl-
peneneHust TAKTUKHY JICYeHUST HEOOXOAMMO TTOATBEPKIEHUE
YPOBHSI HAPYIIEHUST JbIXaTeIbHOMN 1IETTH C MCTIOJIb30BaHU-
€M COBPEMEHHBIX METOIOB MOJIEKYJISIPHOM TUAarHOCTUKY
[6—9]. Takum 06pa3om, U3y4eHHEe OTAETbHBIX HO30JIOTH -
yecKuX (opM WTrpaeT BaxXHYIO POJIb B Pa3BUTUU OOIIMX
TIPENCTaBICHUN O TPYIITIE MUTOXOHAPUATTLHBIX OOJIE3HEi.

IIpencraBnaseM KIMHUYECKOE HabJIIOAeHUE MallMeHTa
¢ cuanpomoM Kepuca—Ceiipa (CKC).

Rnunuyeckuii cnyyaii

Ilayuenm H., 25 nem, ungasud 3-ii epynnol, nocmynui
6 HeaponoeuYeckoe omoenerue 20p00CKOL OOAbHUUDBL C HCANO0-
bamu Ha onyujeHue ex, 02paHu4eHue 0BUNCEHULl 2NA3HbIX
010K, 080eHUe npu 832150 8 CMOPOHbBL, ObICMPYI0 YIMOMAS -
eMOCMb, MbIULEYHYIO CAAO0CMb, NPEUMYUECMBEHHO 8 DYKAX,
HenepeHocuMocmb Qhu3UHecKux Hazpy30K (npu 6eze 603HUKA-
em mouwiHoma, 3amem pgoma,), 20A080KpYIceHUe, HeyCmOoli-
4ugoCcMb npu X00bbe ¢ OMKPLIMbIMU U 3AKPbIMbIMU 2AA3aMU,
CHUDICEHUe CAYXa, a MaKdice NOCMeneHHoe CHUMNCEHUe MaCCbl
meaa.

Co croé mamepu, nayueHm poouacs om 2-i CPOUHOU
bepemeHHOCMU, paHHee uu1eckoe U NCUXU4ecKoe pazeumue
COOMBEMCcmMB08aN0 803DACMHbIM HOPMAM. B demcmee nepenec
B8EMPSAHYIO OCHY, 00CMPYKIMUBHBLI OPOHXUM, OMUMbL, XPOHU-
ueckuil eazomomopuutil punum. Hacaeocmeennotii anamues
He omsaeoueH. Y bauxcaiimux poocmeeHHUK08 U 2 pooHbIX
Opambes NOOOOHBIX CUMIIMOMO8 He OmMe4anocs. Y nayuenma
¢ demcmea npu He3HAYUMENbHbIX DUIUMECKUX HA2PY3KAX
603HUKAAU npucmynbl 60ell 8 Jcusome, 8 ozpacme 6—7 1em
Ha ypokax u3Kyasmypsi nocae be2a pa3eueaniics MouHoOma,
peoma. B eozpacme 12 aem podumenu zamemunu neekoe
onyuieHue 1€6020 6eKd, KOMopoe NOCMeneHHo Hapacmano,
no3oice NOsBUAOCH 080eHUe NPU 8321510e 8 copoHbl; 8 14 1em
Heapoa02 OUASHOCMUPOBAN 2AA3HYI0 (hOPMY MUACMEHUU C NO-
n0xcUumenvHoIM Ighpexmom om éeedenus nposepura. Ha ¢ho-
He CUMNMOMAMuU4ecKoli mepanuu KAAUMUHOM OMMeYeHO
He3HauumenvHoe yayuuienue 8 guoe YMeHbUleHUsl ONnyuleHuUs
6exa u 0eoenus. B eospacme 17— 18 aem pasgunocs onyujenue
npaeoeo eexa. Ilayuenm npodonscan HabaOOAmMusCs U NOAYy-

uame KAAUMUH, HO OMMemun HedoCMAamouHyl0 peaxuyuro
Ha npenapam, umo 6bL10 pacyeneno kKak npugsikauue. Ilo-
NbIMKA HA3HAYEeHUs KOPMUKOCMEPOUO08 KOPOMKUM KYPCOM
aghghexma ne dana. B nocaedyrowem duaenosz muacmeruu 6vin
nocmaener 0O COMHeHUe 8 C83U C Pe3UCEHMHOCMbIO K Ka-
AUMUHY U OMCYMCMEUeM aHmumen K peyenmopam ayemu-
XoauHa. boiao evickazano npednonodicenue 0 Hatuuuy CmpyK-
mypHoil muonamuu. B ueaax nasiuamueHoii nomousu
8 18 nem npogedena onepauyus No YKOpoUeHUr epXHUX 8K
¢ KpamkoepemeHHbim 3ppekmom do 2 aem. Ilposierenus
bone3nu npodoadcanu npoepeccuposams, 6 23 200a OuazHo-
CMUpOBaHa 08YCMOPOHHASL HEUPOCEHCOPHAs MY20yXOCMb.
ITlayuenm Ovin Hanpaenen 6 Heeponoeuueckoe omoenerue
0ns1 ymouHeHUs: OuaeHo3a.

Ha momenm ocmompa cocmosinue yoognemeopumensHoe.
Hudexc maccot mena 19 ke/m?. Koxcnvie nokposwt uucmole,
cmyenvie. B aeekux Ovixanue 6e3uxyasipHoe, Xpunog Hem,
yacmoma Ovixanusi 15 6 munymy. Toner cepdya 38yuHble,
pumMuyHsle, wacmoma cepoeyHvlx cokpaujeruii 80 yo/muH,
apmepuanvhoe daeaenue 110/70 mm pm. cm.

B neeponocuueckom cmamyce: 08YcMOpOHHUL NMO3
€ MUHUMANbHOU acummempueil. Jleuicenus 1e6biM 2AA3HbIM
A010KOM NPAKMU4ECKU OMCymcmayom, NPpasviM — COXpaHe-
Hbl KHApYJICcU, KOHBEP2eHYUsl OMCYmcmeyem ¢ 00eux CMopoH.
3paukossie peakyuu jxcugvle, pasHomepHoie. Ommeuaromes
eunomumus, eunompous sucounvix moiuy (puc. la). Peus,
gonayus, enomanue He HapyuieHsl. JgusiceHus Msek020 Heba
He 02paHuYenbl, peaeKcyl ¢ MA2K020 Heba, 210MOoYHble HCU-
avle, cummempuunvle. PasnomepHo cHudicena cuna moluy
8 KoHneyHocmsx 0o 4 6annoe. Habarwdaemces eunompoghus
AKCUANbHBIX Mbluy, U KOHeyHocmeil (puc. 10); mbiuieuHblil

Puc. 1. Ilayuenm U., 25 nem. Ommeuaromesi 08yCIMOpOHHUIL NMO3, UNOMUMUS,
ampoghus BUCOUHBIX MblUulY, (@), 2UNOMPOGUS Mbluly, ChUHbL, Haonreuul (6)

Fig. 1. Patient 1., 25 years. Bilateral ptosis, hypomimia, temporal muscle
atrophy (a), back, shoulder girdle muscle hypotrophy (6) are observed
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TMOHYC CUMMEMPUUHO CHUNCEH; CYXONCUAbHbIE DehieKcol
¢ KOHeuHoCcmell He 8bi3bl6aomcs; NAMOA02UMECKUX 3HAK08
Hem, GplowiHble pegaeKcyl Jcugvle, cummempuutsie. Omme-
Yarmest NOCMYPAAbHO-KUHEMUMECK UL MmpemMop nanvles pyx,
amakcus npu 8biNOAHEHUU KO0JACHHO-NAMOUYHOU NPodbl, yme-
peHHas amakcus npu xoovbe. Hapywenus wyecmeumenvro-
cmu Hem. Cosnanue scnoe. Mnmeanexkm coomeemcmeyem
so3pacmy.

Pesyavmamut donoanumenvnolx uccaedosanuii. Ilo dan-
HbIM amMOyAamMOpHOU Kapmul RAYUEHMY paHee nPpogedeH pso
uccaedosanuii. Ilpu kKomnvlomepHol momoepaguu opeanos
2pyOHolL KaemKu 6 eozpacme 14 n1em opeanuueckoii namono-
2UU He BblSIGAEHO, BKAIOYASA OMCYMCMEUE USMEHEHUI MmUmycd.
B 18 aem no dannbim 3nekmpomuocpaguu uoab4amolm
21EKMPOOOM CKENCMHBIX MbLULY He 00HAPYICEHO OMKAOHEHUT
OM HOPMbL.

Ilpu nocmynaenuu 6 obuem u OUOXUMUHECKOM AHAAU3AX
Kpo8uU, MOHU, 20pMOHO8 WUMOBUOHOUL HCene3bl OMKAOHEHULL
OM HOPMbL He 8blsIGAEHO. YPOBEHb KpPeamuHpochoKuHasbvl
224 Ed/n (nopma <190 Ed/n), yposenv aakmama Kpoeu
3,6 mmonv/n (Hopma 0,5—2,2 mmons/n), ypogeHs AaKmam-
deeudpoecenazel 213 Ed/n (nopma 125—220 Ed/n). Ilo dan-
HbIM 2AEKMPOIHUEPAN0epamMmbl, IX0KapoUoepapuu namono-
euu He oOHapyxceHo. Pesyavmam anexmpokapduoepagpuu:
noauas 6naoxkada npaeoii Hoxcku nyuka luca, edunuuHbvie
npedcepouwle sxcmpacucmonst. 1o dannbim yabmpazeyKo6o-
20 UCCACO0BAHUSL WUMOBUOHOI Jicene3bl U OKO0AOUUMOBUOHbIX
Jcenes, 2eenamoOUNUapHoOll 30Hbl HAMOAOUL He BblBAEHO.
Maenumno-pe30HaHCHAs MOMOSDAMMA 20408HO20 MO32d

Puc. 2. Dnexmponoepamma ckesemuoi moiweunot mianu (< 10 000): om-
Meuaromces yuacmiu pacujenieHus u ampopuu MuoQuiamenmos, Namoao-
euyeckue 8KAIOHEHUs AUNUO08 U 2AUKO02EeHA, 04A208as 8AKYOAU3AUUS Y-
CmepH capKonaasmbl ¢ ux AoKasusayuetl @ ooaacmu Z-0ucKog ¢ paspvleamu
U uacmuuHoll dezopueHmayueil

Fig. 2. Electronogram of the skeletal muscle tissue (< 10,000): areas of split
and atrophied myofilaments, pathological lipid and glycogen inclusions, focal
vacuolization of sarcoplasmic cisterns with their localization at the Z-disks
with breaks and partial disorientation are observed

Puc. 3. Dnexmponocpamma ckesemmnoii mviuweunoti manu (<40 000): om-
Meqaiomest npoaugepayus U UsMeHeHue opmol MUMOXOHOPUIL, yOAUHEHHbIe,
2anmeneoOpasHovie, KPynHole MUNMOXOHOPUU 8 CYOCAPKONEMMAPHBIX U Opyeux
30HAX MbIUEUHBIX B0N0KOH

Fig. 3. Electronogram of the skeletal muscle tissue (x40,000): mitochondria
proliferation and shape changes; elongated, dumbbell-shaped, large
mitochondria in subsarcolemmal and other areas of muscle fibers are observed

Puc. 4. Dnexmponocpamma ckenemnoii moiuweunoii mxanu (<60 000): om-
Meuaomces usMeHeHUsi NAOMHOCMU MAMPUKCa MUMOXOHOPUl, 0eCmpyKyus
U 0e30pueHmayus KpUcm co 3HaUUmenbHoll 20MoeeHu3ayueil co0epicUmMoeo,
Haauuuem AURUOHbIX BKAIOHEHUI YMepPeHHOU INeKMPOHHOU NAOMHOCMU
U BKAIOHEHUIl 8bICOKOU 2NKMPOHHOU NAOMHOCIU, HANOMUHAIOUUX NAG-
CMUHYamblil UAU KpUcmanioo0pasHulii mamepuan

Fig. 4. Electronogram of the skeletal muscle tissue (x60,000): changes
in mitochondrial matrix density, destruction and disorientation of the cristae
with significant homogenization of their contents, presence of lipid inclusions
with moderate electron density and inclusions with high electron density
resembling laminar or crystal-like material are observed

obe3 ocobennocmeil. OcmMomp omoaapuHe0102a KOHCMamupo-
8411 08YCMOPOHHIOIO CMEULAHHYI0 KOHOYKMUBHYIO U HelpOCeH-
COPHYI0 MY20YX0CMb, 0CMOMP 0PMansmon0ea — npoepeccupy-
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WY HapyJcHyr ogmansmoniecuro 000ux enas, NmMo3s
8EPXHe20 6eKa ¢ 08YX CMOPOH, PEMUHANLHYIO OUCMPoduro —
abuompoguro (becnuemenmuas gpopma) oboux enas.

Pe3yavmam 6uoncuu UKpoOHONCHOU MblUUbL: NPU MUKDO-
CKONUYECKOM UCCAe008aHUU C OKPACKOU 2eMamMOKCUAUHOM
U I03UHOM BbIABAEHA AMPOPUS OMOCABHBIX MbLUEHHBIX 800~
KoH. Ilpu 31eKmpoHHOI MUKPOCKONUU 0OHAPYICEHbL 8bIPA-
JICeHHble UBMEHeHUsl 8 MbluledHbIX 60A0KHaAX (puc. 2—4)
CO CKONAeHUeM MeAKOOUCNepCHO20 U MeAK02PAHYAAPHO20
2NeKMPOHHONAOMHO20 Mamepuana (8KAYeHUs AUNUA0S,
2AUKO02eHA, IAeMeHMbl HONEPEHHO CPe3AHHBIX MUODUOpUAL).
Hapsdy ¢ uzmeHeHHbIMU YHACMKAMU OMMEHeHO Haiuyue
COXPAHHbIX NPABUALHO CQOPMUPOBAHHBIX, NPAKMUYECKU
HeU3MeHEeHHbIX MblUEUHbIX 80A0KOH C HOPMANbHbIMU MUMO-
XOHOpUAMU U CAPKOMEPAMU C YNOPAO00HEHHOU CIMPYKMYPOIl.

Om npoeedenuss MOAEKYASPHO-2eHEMUUECK020 UCCAed0-
8aHUsL NAYUEHM OMKA3AACH.

06cyxneHue

CKC otHOCHTCS K HACIEACTBEHHBIM MUTOXOHIPHAITH-
HBIM 00JIE3HSIM, B OCHOBE KOTOPBIX JICXKUT MYTalIHs B Te-
HaX, KOIMPYIOMINX OCIKN IBIXaTeIbHOM IeIM mepeHoca
9JIeKTpOHOB, TpaHcropTHyo PHK u psin 6oabiimx 1 ma-
JIBIX CYOBEAMHULL, KOTOpBIe 00pa3ytoT pudbocomurie PHK,
MIPUBOIIT K HAPYIICHHUSIM TTPOM3BOACTBA SHEPTUN B MH-
TOXOHIPUSIX [9]. DHepreTnuecKuit meUIINT IpeXIe BCe-
IO TMPOSBISICTCS B TaKMX OpraHaX M TKaHSX, KaK MO3T,
Cepllie U CKEJETHBIE MBILILbI, KOTOpPbIE OOJIbIIIE BCETO
3aBHCAT OT a9POOHOT0 MeTabonm3ma. Jlerenuss MUTOXOH-
npuanbHoit THK npu CKC BBI3BIBaeT omnpeneneHHBIN
deHoTUII.

CKC xapakTepusyeTcsi 00s13aTeIbHBIM Pa3BUTHEM
HapyXHOI IIporpeccupyiomeil opTaIbMOIUICTUN, TTUT-
MEHTHOW peTMHOMNATHUU U 1e010TOM 00JIE3HU B BO3paCTe
1o 20 met [10, 11]. Takske 171 MTOCTAaHOBKY AMArHO3a JI0JI-
KEH IIPUCYTCTBOBATD XOTSI OBl OMMH 13 MTOITOTHUTEIBHBIX
MMPU3HAKOB: HapyIIeHWe TIPOBOISIICH (DYHKIINHM Ceparia,
MO3XEUKOBas aTaKCHs WX TTOBBIIICHNE YPOBHSI IIPOTEH -
Ha B LIlepeOpocnHaIbHOM Xuakocth [11, 12].

Y npeacraBaeHHOro MalMeHTa BbISIBJIEHBI IBYCTOPOH-
HUU TITO3, HApYXHSS O(GTaIbMOIUICTHS, Pa3BUBIIHECS
B IIEPBYIO IeKaIy XXKM3HU, a TAaKXKe IIPOrpecCUupyrolee Te-
yeHHe 00JIE3HU C TOCTETICHHBIM BOBJICUCHUEM IPYTUX
OpPraHOB M CHCTeM (CHIDKEHHE CIIyXa, U3MEHEHMST Ha 2JICK-
TpoKapauorpamme). Pe3ynbraTel GMOIICMY MBIIIIIBI C TT0-
CJICIYIOIINM YIBTPACTPYKTYPHBIM aHAIM30M ITOABEPIVIIN
HaJTIre U3MeHEeHNsT MUTOXOHApuii. K coxanaeHuto, B CBsI-
31 C OTKAa30M ITallieHTa OT MOJICKYISIPHO-TEeHETUIECKIX
METOHOB MCCIIEA0BAHUS KIMHUICCKUU TMArHO3 HEe OBbLI
TIOATBEPXKICH pe3yIbraTaMM JOCTYITHOTO MOJICKYJISIPHO-
TeHETUYECKOTO MCCIICIOBAHMS.

I1pu n3yyeHU XpOHOJIOTUM TeueHuUs 00JIe3HU obpa-
IIaeT BHUMaHWE HECTEINOUIHOCTD CUMIITOMOB B JET-
cKoM Bo3pacte. OmHaKO MX BOSHUKHOBEHUE TIOCIE (DU3H-
YeCKOM Harpy3Ku, BEPOSITHO CBSI3aHHOE C HapyIIeHUEM
bayaHca MeXIy ITOTPeOHOCTSIMU TKaHM B SHEproodecre-

YeHUU U YPOBHEM aHa3POOHOTO IBIXaHMs, TOJDKHO OBLIO
HACTOPOXUTH CITeUaTCTOB. [IepBbIe CHUMIITOMBI TTOSIBH -
JIUCh B 6—7 JIeT, KOTaa B CBSI3U C ITOCEIIEHUEM ILIKOJIbI
yBeIMIMIIach (hu3ndecKasi Harpy3ka. Bo3MoXHOCTb BO3-
HUKHOBEHMSI OCTPBIX SITM30I0B 00JIe3H! OIMcaHa MHOTUMU
aBTOPaMM U OOYCIIOBIIMBACTCS YBEIMUCHUEM ITOTPEOHOCTH
TKaHelt B 3HeproobecieueHNN (pocT pedbeHKa, IOJIOBOE
cospeBaHme u ap.) [9, 13—17].

HuddepeHumnanbHast IMarHOCTUKA OOBIYHO TTPOBO-
IUATCS MEXIY COCTOSTHUSMU, COTIPOBOXIAIOITNMMUCS Oh-
TaJbMOIUTCTHel (MHACTeHUSI, SHIOKPUHHAS O0(PTaIbMO-
naTusi, OKyJodapuHIeaabHass MBIIICYHAS TUCTPODUST).
B mpencraBieHHOM HaOMIOACHMN OOpallaeT BHUMaHME
CJIOKHOCTb TOATBEPXKICHUS I UCKIIOUCHHUST MHUACTE-
aun. [To maHHBIM TUTEpaTypsl [1, 9, 17], Ipy MUTOXOH/I -
pUAIbHOM MMOIIATMM BO3MOXKHBI JICTKME HAPYIICHUS
HEPBHO-MBILIEYHOU Mepenayu U HaTnuue c1abornoaoxmu-
TeTHbHOM peaKIM Ha BBeIEHNE HEOCTUTMUHA METHJICYThb-
darta. IlpoBemeHHasT Tpo3epwHOBasI Ipoda OKa3zajaach
TOJIOXKUTEIFHOM, UTO ITO3BOJIMJIO Ha HAYaJIbHOM 3TaIle
3a00J1eBaHUsI TTOCTaBUTh AUArHO3 MUACTEHUU, KOTOPBIA
B ITOCJICYIOIIIEM OBLT IIEPECMOTPEH B CBSI3U C IIPOTPECCH-
pPOBaHMEM MBIIICYHBIX MPOSIBIICHUI W CHIDKCHHEM 3-
(beKTUBHOCTH aHTUXOJIMHACTEPA3HBIX IIPEapaToB. AyTo-
VNMMYHHOE TIOpaXeHWe HEePBHO-MBIIIEYHOM IIepenadn
TaKKe OBIJIO MCKITIOYEHO B CBSI3M C OTCYTCTBHMEM aHTHUTEI
K pelLienTopaM aleTUIXoJrHa.

JAunarHo3 Muomnatuv, 6e3 yTrouyHeHUsT (OpPMbI, OBLI
BBICTABIICH TOJIBKO B Bo3pacTe 19 jiet, mpakKTU4IeCcKH Yyepe3
13 net mocie mepBBIX MpOsABIeHU 00sie3HN. Obpaniaer
BHUMAaHME, YTO IIPUCOCTNHEHNE CJIA00CTH MBI KOHEY-
HOCTE#, CONMYTCTBYIOIIMX ITOPaXKeHWII OPraHOB 3PCHMUS
M CJTyXa OTMEYEHO TOJIBKO B Bo3pacTe 23 JIeT.

Knuanyeckas reTeporeHHOCTh MUTOXOHIPHUATHLHOM
TATOJIOTHH, BHIPAXKAIOIIASICS B TIOPAXCHUH MBIIICUYHOM,
CEepIEYHO-COCYIUCTOU, LIEHTPATbHOU HEPBHOM U 3HIO-
KPUHHOM CHCTeM, KpailHe 3aTPYIHSET CBOCBPEMEHHYIO
JIMAarHOCTUKY 3TuX O0osie3Heii [11]. Kak moka3biBaeT npu-
BENECHHBIN HAMU IIPUMED, TTALMEHTHI JOJITOE BPEMS MOTYT
00paIaTecs K CeIuaIncTaM pa3HOTO IPOGIIIS U IOy~
yaTh HealeKBaTHYIO TEPAINMIO B CBSI3U C HEBEPHO BbICTaB-
JeHHBIM nuarHo3oM. Hecmotpst Ha To, utro CKC, Kak
W ApYyTH€ MUTOXOHIpHUAJIbHbIE HEPBHO-MbIILIEYHbIE 0013~
HU, SBJISIETCS HO30JIOTHEW HEBPOJOTMYECKOTrO CIIeKTpa,
BIIEPBEIE €TO IMTPU3HAKN MOTYT OBITH OOHAPYKEHBI HE HE-
BPOJIOTOM, a OKYJIUCTOM WK nexuatpoM [1, 14, 17]. Dro,
a TaKKe 9aCThIM HeOJaroIpUATHBIN ITPOTHO3 CO CTOPOHBI
CEepIEYHO-COCYIUCTON CUCTEMBI OOYCIOBIMBAIOT 00s13a-
TeJIbHYI0 HACTOPOXEHHOCTh METCKMUX Bpadel B CIyJasx
BO3HMKHOBEHUS Y IeTell HeCTIeIMMUISCKUX TTOJTMOPTaH-
HBIX CHUMIITOMOB, OCOO€HHO Mocjie (PU3MISCKOM Harpy3KU
[1,4,9, 14, 17—19].

Ha ceromasmrauii neHh MEIUKAMEHTO3HOM Teparmu
C BBICOKMM YPOBHEM J0Ka3aTeJIbHOCTH TIPH OOJIE3HSIX C TT0-
pakeHeM MUTOXOHAPUIT He cyiecTByeT [18, 20, 21]. CHu-
JKE€HMe M30BITOYHON TIPOMYKIIMH CBOOOTHBIX pPamIUKaIOB
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Y TIOBBILLEHKE BbIpabOTKU aneHo3uHTtpudocdara sisi-
IOTCSI OCHOBHBIMM HaIlpaBJICHUSIMU (hapMaKOTEpaIleBTH -
YeCKOro BO3IeHCTBYS. B TedeHIMM MOTYT OBITh HCITOTb30-
BaHBI CJICAYIOIINE IIperapaThl:

* TIperapaThl, aKTUBU3UPYIOIINE ITIEPEHOC SJIEKTPOHOB

B AbIXaTeabHOM 1enn (Ko3H3uM Q10, Butamuubl K1

u K3, mpemapaTsl SsHTapHOM KUCITOTH, TuToXpoM C);

* KO(haKTOPHI SH3UMHBIX PEaKLUil dHEPreTHIECKOTO
obMeHa (HUKOTMHAMMWI, pUOOMIaBUH, KapHUTHH,
JINTIOEBasi KMCJIOTA M THAMUH);

CpEeICTBa, YMEHBINAIOIINE CTETICHD JIAKTATAIINI03a (M-
xJopatierart, nuMedocdon);

* QaHTHOKCHIAHTHI (YOMXuHOH, BUTaMuHBI C 11 E).

[IpenapaTel, THTUOMPYIOIINE SHEPrOOOMeH (bapOm-
Typatbl, XJIopaM(peHUKOJT), TOJZKHEI OBITh NCKITIOYEHEI [22].

B mocnenHee BpeMsi aKTUBHO IIPOBOISTCS KIMHUYE-
CKU€ VCITBITAHMS BEIIECTB, OTCHIINATBHO MEPCIIEKTUBHBIX
B KaueCTBe IIpernapaToB IS JICUCHUST MUTOXOHIPHUATLHBIX
0oJte3Hel: MUTOXOHIPHUOTPOIIOB — AaHTUOKCHUIAHTOB B CO-
equHeHNN ¢ TpudeHmipochonnesbM KatuoHoMm (TPP):
vuroxuHoHa (MitoQ), MitoVitE, MitoTEMPOL, MitoPBN,
SS-merrrunoB (Szeto-Schillerpeptides); aHTHOKCHIAHTOB —
TPOJIOKCA; peCBepaTpOIa; IIPerapaToB, BIVSIOIINX Ha COOp-
KY OBIXaTeJbHBIX KOMITJIEKCOB, ONTUMMU3UPYIOIINX OOMEH
KaJIbLIMSI, aKTUBATOPOB MUTOXOHAPHAIHLHOIO OMOTeHe3a
[20, 23] n op.

[NepcrieKTUBHBIM SIBIISIETCSI IPMMEHEHME TIPEIIapaToB,
comepxammx (haKTOphI pocTa HepBHOI TKaHU. COTIacHO
COBPEMEHHBIM IIPEICTABIICHUSAM HEpBHAs TpoduKa
KOHTPOJIMPYET CTPYKTYPHYIO OPTaHU3AIINIO M OMOXUMM-
YeCKHe CUCTEMBI KJICTOK [IJIST ONTUMU3ALNY X (PYHKITIO-
HaJbHOI aKTUBHOCTH [24, 25].

ITpu s3KcniepuMeHTaIbHOM NELIEHTPAIU3ALUA U IeTe-
Hepaly OpTaHOB-MUIIEHEH MOoKa3aHO, YTO HEMpOTpo-
¢duyecknM AeiicTBHEM 00IamaeT KaK coMaThdecKasl, TaKk
W BereTaTUBHAsI HepBHasA cucteMa. [1py n3ydyeHnn HepB-
HO-MBIIIIEYHOTO CMHAIICA TTIOKa3aHO, YTO M3MEHEHNE aK-
TUBHOCTH JI€HEPBHUPOBAHHBIX KJIETOYHBEIX MeMOpaH 00-
YCIIOBJIEHO AaKTHUBHOCTBIO BEIIECTB HEHPOHATBHOIO
IIPOMCXOXKIECHMSI, OTJIMIHBIX OT MEANATOPA alleTHIIXOIMHA
[24, 25].

HeobxonuMocTh n3ydeHus: O0ILIMX 3aKOHOMEPHOCTEM
1 MEXaHU3MOB ITaTOJIOTMH HENPOTPO(PHUIECKOrO KOHTPOJIS
00ycIIOBJIeHa pa3BUTHEM TaKMX 00JIacTeil MMpaKTHIeCKOU
MEIUIIMHBI, KaK HEWpOpeaOMINTOIOTNS, (PU3NOTEPATTHST
U KypOPTOJIOTHSI, a TAKXKE METOHOJIOTHH OIIeHKH 3P dek-
TUBHOCTH TePallM U PeaOWMINTAIIAN ITATOJOTUM MBIIIIIT
IIPY pa3HBIX HEPBHO-MBIIIEUYHBIX OOJIE3HSIX.

JlocTaTo9HO HOBBIM M ITATOTEHETUYECKA 000CHOBAH-
HBIM TeparneBTUYECKMM METOIOM SIBIISIETCS IIpeIiapar
Lemnekc, comepxkalinii KOMIUIEKC HEHMPOTPODUIECKIX
¢dakTopoB. B psime nccienoBaHuii 10Ka3aHO, YTO TIPHUME-
HeHme mpemnapaTa Llemiekce crmocodCcTByeT BOCCTaAHOBIIE-
HUIO PEreHEepPaTUBHOTO MOTEHIINANA KJIETOK Mo3ra (CTH-
MYJISILIMHM 9KCITPECCHM HEMPOHABHBIX TEHOB, MUTPAIINN
HelpOHAaJIbHBIX CTBOJIOBBIX KJIETOK M HEMpOOJIAaCTOB K OYa-

Ty IOpaxkeHMsT) O1aromapsi HAITMINIO OpraHOCTIeII(DIIe-
CKHX CUTHAJIbHBIX 0€JTIKOB — (paKTOPOB pocTa, (PaKTopoB
mhGepeHIIMPOBKA HEPBHBIX KIIETOK M PETYIISITOPHBIX
MeNTUAOB. AKTUBALIMS TIpeIriapaToM BTOPUYHOM Heipo-
MPOTEeKIUM B BUae cTumyisiuuu perummkauuu JHK u ge-
JICHUS KJIETOK (HeMpPOHBI, TJINS), 3aIlyCKa CHHANTOTeHe3a,
BOCCTAHOBJICHMSI CUTHAJIOB ayTo(aruu, yIydireHus TKa-
HEBOI IMMYHOPETYJISIIIAN C TOPMOXKEHHEM NMMYHOTCHHOM
LUTOTOKCUIHOCTHA MAaKpoaroB, peryysiiny HelpoMea-
allM ¢ TOPMOKEHNEM CITJUIOBEpa HEMPOTPAaHCMUTTEPOB
3HAYUTEILHO PACIIpSIET MOKa3aHWS K IIPUMEHEHUIO
nperapara B HeBpoJjioruu [26]. [Togo6HO ropMoHaM, Heii-
potpodudeckure HakTopsl 00Ia0aI0T INUPOKUM CHIEKTPOM
OMOJIOTMYECKOTO ACHCTBUST HA MHOTHE KIETKH — CTUMY-
JINPYIOT WX MTHTHOMPYIOT MUTOTEHE3, XeMOTAKCHC, T -
(bepeHITIIPOBKY. BOTBIIMHCTBO MTOUIENTHIHBIX (PaKTOPOB
pocTa AeHCTBYET MO MapaKpUHHOMY WM ayTOKPHMHHOMY
turry. OTHAKO OTAENIbHBIC (PaKTOPBI, TAKKE KaK MHCYTNHO-
rmono0HbI akTop pocta (IGF), crmocoOHBI 0Ka3bIBaTh
SHAOKPUHHOE AelicTBre [24, 25].

IMokazansl ponb IGF-1 B yBeIMueHUM MBIIIEYHON
MacChl U TIOTHOCTA KOCTHOM TKaHM, TTOBBIIIIEHUE JINOO
CHIKCHME €T0 YPOBHSI B OTBET Ha (pM3MUECKHE HATPy3KU
B 3aBUCHMOCTH OT UX IJIUTeTbHOCTU. CyIIeCTBYET IIpeI-
noJioXeHne, 4to ToBbieHne ypoBHS IGF-1 B kpoBm
nocjie (U3NYecKoil Harpy3ku oOYCJIOBJIEHO B OOJbIIEH
CTETIeH! €T0 BEIOPOCOM M3 BHYTPUKIIETOYHBIX JIETIO, CBSI-
3aHHBIM C TeMOIMHAMUYECKUMHU M METa0OIMIeCKUMU
s dekTamMu pU3NIecKnX yrpaxkHeHWi. [Tpyu BeImoTHEHUN
ACHEHTPUICCKUX YIPaXHECHUIN TMOKa3aHO YBEJIWYCHUE
ypoBHst MatpnuHoii PHK IGF-1 B MbIIax, 9ro yKa3sl-
BacT Ha BO3MOXHOCTh MOIYJISIITUU 3TUM (DaKTOPOM pere-
HEPAIMOHHBIX MPOIIECCOB B MBIIIIIAX ITOCIIE TOBPEXIE-
Huit. YposeHb IGF-1 perynupyercss TopMOHOM pocTa,
WHCYJIMHOM, IPYTUMU TOPMOHAMHU, 2 MAKCUMAJIBHBIEC €T0
3HAYCHUS PETUCTPUPYIOTCS B IIEPHOI TIOJIOBOTO CO3peBa-
HUsI. MOTOHEPOHBI OCYIIIECTBIISIOT TPOPUISCKUIA KOHT-
POJIb MBIIIIEYHBIX BOJIOKOH, OTIPeIeIsist NX (DYHKIIMOHATb-
HBIE CBOWCTBA W TUN IIPM MCCIECOIOBAaHWUU OMOIITAaTa
TUCTOXMYECKUMU MeTonamu [24, 25].

HampasneHHoe TapreTHOE IIpUMEHEeHNE HelpoTpodu-
YeCKUX (PaKTOPOB C YIETOM KIMHUKO-(YHKIIMOHATBLHBIX
HapYIICHUI W BBISIBJICHHBIX CTPYKTYPHO-(GYHKIIMOHATb-
HBIX M HEHPOTPOGUUESCKNX M3MEHEHUU COCTOSIHUS TIe-
prudepIIeCKOT0 HEHPOMEBIIIICYHOTO ariapata MO3BOJUT
1eJIecooopa3Ho UCIIOIb30BaTh MEAUKAMEHTO3HBIC U pea-
OMIMTAIIMOHHBIE METOIBI TIPY BEICHUN OOJIBHBIX JAHHOTO
npodus.

3aknioyexue

I1pencraBieHHOE KIMHUYECKOE HAOIIOACHUE JEMOH-
CTPHUPYET CJIOKHOCTb IMArHOCTUKU 1 IUPPepeHIUPOBAHUS
MUTOXOHIPUAIBHBIX O0JIe3HeH. {711 TOCTaHOBKM AUarHo3a
¥ KiaccuUuKaluy MUTOXOHAPHUAILHBIX 00Jie3HEN He00-
XOAUMBI TINATEJIbHBIA KIMHUYECKUIN, OMOXMMUYECKUN
aHa/lu3, OLleHKa pe3yJbTaTOB HEMpPOpaguoIorndeCcKux

TOM 8

55



TOM 8

56

HepBHo-mblweykbie OJIE3HH

Kaunuueckuit pazoop

N TUCTOJTOTNMYCCKHUX HCCJIC,E[OBaHI/IfI, a Takke 00s13aTesb-
HO€ MMPOBEACHUE MOJICKYJIAPHO-TCHETUYECKOIO UCCIIC-
noBaHusi. KoMaHOHBIN TTOAXO0A CIeLMaTNCTOB pa3HbIX
crieliMaJibHOCTell obecrneuynBaeT CBOCBPEMCHHYIO paH-
HIOIO TMAarHOCTHUKY U Bpra6OTKy aAeKBAaTHOM TaKTUKU

BeneHUss 6oiabHOro. Pa3zpaboTrka HOBBIX HYTPUTUBHBIX
1 (hapMaKoOJOTMIECKUX MOAXOA0B K TEPATUUA MUTOXOH -
IpHUAJIbHBIX HAPYIICHUA MOXET YJIY4YIIUTh Ka4eCTBO
KW3HU MaleHTa U He AOIMYCTUTh pa3BUTUS (paTaabHBIX
OCJIOKHECHUM.
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Oco6eHHocmu npoBeeHus BbICOKOAO3HOI BHYMpPUBEHHOI
UMMYHOmMepanuu y nayueHmoB CO CHUeHHbIM ypoBHeM IgA
B HeBponoruyecKoli npakmukxe:
0030p numepamypbl U onNUcaHue KAUHUYECKoro cnyyas

A.C. PuszBanona!, H.B. Benosa!, A.A. Packypaxes!, /I.A. Ipummna!, H. . Jlutsunos?, /1. E. Kyrenos?,
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Konmaxmeot: Arnuna Caghosna Puzsanosa rizvanova.alina@gmail.com

Buympueennas evicokodosnas ummynomepanus — 00UH U3 8biCOK0IPDeKMUBHbIX 00KA3AHHBIX MEMO0008 AeueHUs pA0a AYMOUMMYHHbIX
3a601e6anUll Hep8HOUl cucmembl. B Hacmosuee pems HaAKonAeHo 00OCMAMO4HO 3HAHUL 0 cheKmpe No00YHbIX IQpexkmos u nodxodax
K ux npogunakmuxe u moHumopuney. boavwas uvacme u3 HuUx HU6eAUPOBAHA COBEPUICHCMBOBAHUEM MEXHOA0UU NPOUECCa NPOU3B00CMEa,
00HAKO anagpuraKkmutecKue peaKyuu 0Cmarmcs 00HOL U3 HeKOHMPOAUPYEMbIX, XOMs U PeOKO BCMPEHAIOUAUXCS HEHCEAAMENbHBIX PeaKyUil.
Pazeumue annepeuueckux peaxkyuii cs3ui6ar0m ¢ HAAUMUEM Y NAYUEHMA GHMUMeN K UMMYH02A00yaury kaacca A (IgA), umo nposieasem-
€51 CHUICeHUeM YpoBHs IgA npu pymuHHOM UMMYHON02UMECKOM Uccaedosanuu. B cmamve npedcmagaen 0030p aumepamypol 0 pacnpocmpa-
HenHocmu deghuyuma IgA, eco npuuunax. Onucanvl cospemeHHblll 832110 HA HE0OX00UMOCMb PYMUHH020 Uccaedoganus ypoers IgA neped
KYPCOM BHYMPUBEHHOI UMMYHOMEPAnUU, N00X00bl K CHUICEHUIO DUCKA PA3GUMUSL CEPbE3HbIX HENCeNAMeNbHbIX PeaK YUl 8 MAKUX CAYYASX.
IIpedcmasnen kaunuveckuii cayuaii neveHus NAYUEHMAa ¢ XpOHUUecKoli 60CNAAUMeNbHOU OeMUeNUHU3UPYowell noAUHeluponamuel U CHu-
JHCeHHbIM ypoeHem IgA.

Karouesnie caosa: gnympugennas ummyHomepanus, nobouHslii 3pgpexm, HexcesamenvHoe seieHue, AHAPUIAKMUYecKas peaKyus, CHu-
Jcenue yposus IgA, npodusaxmura

Jlas wumuposanus: Puzeanosa A.C., berosa H.B., Packypaxcee A.A. u dp. Ocobennocmu nposedetus 8bicOK0003HOU GHYMPUBEHHOU
UMMYHOMePanuu y NAyUeHmMo8 co CHUNCEHHbIM yposHem IgA 6 Heeponoeueckoi npakmuke: 0030p AUmMepamypbl U ORUCAHUE KAUHUYECKO-
20 cayuas. Hepeno-moiueunvie 6onesnu 2018,8(3):58—64.

DOI: 10.17650/2222-8721-2018-8-3-58-64

Features of high-dose intravenous immunotherapy administration in patients with reduced IgA level in neurological
practice: literature review and description of a clinical case

A.S. Rizvanova’, N.V. Belova', A.A. Raskurazhev’, D.A. Grishina’, N.I. Litvinov’, D.E. Kutepov’,
Yu.V. Ryabinkina?, 1. V. Latysheva’, N.A. Suponeva’

'Research Center of Neurology; 80 Volokolamskoe Shosse, Moscow 125367, Russia;
2Clinical Hospital No. 1, Administration of the President of the Russian Federation (Volynskaya);
10 Starovolynskaya St., Moscow 121352, Russia;

JInstitute of Immunology, Federal Medical-Biological Agency of Russia;

24 Kashirskoe Shosse, Moscow 115478, Russia

Intravenous high-dose immunotherapy is one of the highly effective proven treatments for a number of autoimmune diseases of the nervous
system. Nowadays there is enough knowledge about the spectrum of side effects and approaches to their prevention and monitoring. Most
of them are leveled by improving the technology of the production process, but anaphylactic reactions remain one of the uncontrolled, albeit
rare, undesirable reactions. The development of allergic reactions is associated with the presence of antibodies to immunoglobulin class
A (IgA) in the patient, which is manifested by a decrease in the level of IgA during routine immunological examination. The article provides
a review of the literature on the prevalence of IgA deficiency, its causes. A modern view of the need for routine testing of IgA level before
the course of intravenous immunotherapy, approaches to reduce the risk of developing serious adverse reactions in such cases is described.
A clinical case of treatment of a patient with chronic inflammatory demyelinating polyneuropathy and a reduced level of IgA is presented.
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Bsepexue

BryrpuBeHHbIlT mMmMyHormooymH (BBUI) gyenose-
YECKUNA — aHTUTEIOCOACPXKAIIUNA TPOAYKT, TTOJIYYEHHBIN
BCJIEZICTBHE OYMCTKM OOJBIIOTO KOJMYECTBA UYeIOBEUEC-
CKoli T1a3MbI 6osiee 10 TBIC. JOHOPOB € UCIIOJIb30BaHNEM
TeXHUKH OTHCICHUS (ppaKinmyu UMMYHOTI00yanHOB (Ig)
OT APYTUX OJTKOB M KOMIIOHEHTOB IUIa3MBI, COMEP KA
6omee 95 % Ig knacca G (IgG) ¥ TOBKO ClieIOBbIC 3HAUE-
Hug IgA n IgM [1, 2].

YCnenrHbIi OIBIT MPUMEHEHMST BHYTPUBEHHON IMMY-
HOTepanvy B KIIMHUYECKO IMPAaKTUKE HACUUTHIBACT OoJIee
30 net. Ha ceromnsiramii aeHsb nperapatsl BBUT mcnonb-
3YIOTCSI B KAYECTBE IMMYHOMOIYJIMPYIOIICH 1 UMMYHO3a-
MECTUTEJIPHOM Tepaliy B Pa3IMYHBIX 00JIACTSIX MEIUIIH-
HBI (TeMAaTOJIOTHSI, TIeAUATPHSI, PEBMATOJIOTHST, OHKOJIOTHSI,
HEBPOJIOTHS M IIp.) HE TOJBKO B paMKaX YTBEPXKIECHHBIX
mokasaHuii, Ho 1 3a HuMH (off label) [2, 3]. IIlmpokoe
HCTIOJI30BaHME TIPEIIapaToB YeIOBeUeCKOTo Ig B JeueHNN
OOIIMPHOTO CITEKTPa 3a00JIeBaHNI OOYCIIOBICHO UX MYJTh-
TAMOIAIBHBIM IeCTBHEM (ITIPOTUBOBOCITAJIUTEIIEHOE, M-
MYHOMOYJIUPYIOIIee, IPOTUBOMUKPOOHOE U JIP.), a TAKXKE
6e30MacHOCTBIO M XOPOIIIei TTepeHOCMMOCTBIO [3—5].

B HeBpoornueckoii mpakTuKe Ha OCHOBAHWU HCCIIC-
JIOBaHMi1, obamarommx | ypoBHeM moKa3aTeJIbHOCTH, TIpe-
napatbel BBUI pekoMeHmoBaHBI 1151 IeYEHUSI XPOHUYECKOM
BOCITAIMTEILHOM TeMHUETMHU3UPYIOIICH ITOIMHEAPOIIaTHI
(XBAII), cunnpoma Iinitena—bappe, mmacterun [paBuc
(TIpm 000CTPEHUAX M B KPAaTKOCPOUHOM JICUCHUH TSIKE-
JIOTO TeUCHUS 3a00JIeBaHMsI ), MJIBTH(OKAITBHOI MOTOPHOM
HepoImaTiy ¥ CHHAPOMAa PUTUIHOTO YeIoBeKa (CTeleHb
pekomeHaauuii A) [1, 4, 6]. [list 1e4eHMsI HEBPOJIOIMYECKUX
3a00JIeBaHUI MCITOIB3YeTCS TaK Ha3bIBaeMasi BEICOKOI03-
Hasi BHyTpMBEHHAS UMMYHOTEpanus — OT 1 10 2 I/KT MacChl
TeJIa maryreHTa 3a 2—>5-THeBHBIN Kypc JiedeHnsT. O4eBUIHO,
YTO MPMMEHEHME OOJBIINX 103 MOXET OBITh COIPSDKEHO
C BBICOKMMHM PUCKAMU Pa3BUTHS HeXeJIaTeTbHBIX PeaKIIiA
Ha (hoHe Teparmu, B CBSI3U C YeM STOMY BOITPOCY YACIISIETCS
ocoboe BHuMaHMe |[7]. Kak moka3bIBaeT OIBIT, OMaceHUsI
CITCLIMAJINCTOB, CTAJIKMBAIOIINXCS C HEOOXOTUMOCTBIO TIPO-
BeICHUS Kypca BHYTPMBEHHON WMMYHOTEpaIliy, daIie
BCETO CBSI3aHBI C OTCYTCTBHEM IPAKTUKN PYTUHHOTO IIPO-
BEIEHUs TaHHOTO BUIA JICYEHUSI, CTPAXOM Pa3BUTUSI aHA-
duIaKTHYeCKMX peaKInii 1 (paTaabHBIX UCXOM0B. B Heko-
TOPBIX CITy4asix 3TO CTAHOBUTCS CEPhE3HBIM ITPETISITCTBUEM:
MMaIVEeHTBI ITOIYYaloT ITOMOIIh HECBOSBPEMEHHO WIIH BOBCE
MoJIy4JaroT otka3. OCOGeHHO 3TO KacaeTcss HeCTaHAAPTHBIX
CHUTyalnii, HAIIpuMep OOHApYXeHIE CHIDKEHHOTO YPOBHS
IgA B CBIBOpOTKE KpOBHU TMalMEHTa Mepel MPOBEICHUEM
Kypca BHYTPUBECHHOM NMMYHOTEPAITHH.

B cBs13u ¢ 3TM Bompoc 6e3onacHocTu Tepanu BBUT
COXpaHSIET CBOIO aKTyaJbHOCTh, YTO IOOYIMIIO aBTOPOB
K HaITMCaHWIO JaHHON CTAaThHU.

HemxenamenbHble peakyuu Ha )oHe BHYMpUBEHHOI

uMMyHOmepanuu

HexemarenbHbIe peaKInm, aCCOIMMPOBaHHbBIC C BHY-
TPUBEHHOM Tepamuei, COCTaBIsIoT 10 15 % Ha Bce uHpy-
3un BBUI, omHako OoJiblllasg 4acTb XapaKTepU3yeTCs
Kak JIerkue 1 oOpaTuMble — TOJIOBHasI 00JIb, 03HOO, I10-
KpacHEeHHe JInIa, ChIllb. boyee cepbe3Hble peakiny Ha-
OJIIOAIOTCS 3HAYMTEIBHO pexe, B 2—6 % ciydaeB (CM.
tabmmiry) [2]. CTOUT OTMETUTBH, YTO IIPH ITOIKOXKHOM
BBEICHUM IIperapara 4acToTa IMOCIeIHNX B CPEIHEM CO-
craBisieT MeHee 1 %, Kak U B LIEJIOM IIPY JaHHOM CII0c00e
BBeICHUS HAOIIOMAaeTCsl MEHBIIIEe YMCIIO HeXKeTaTeTbHBIX
peakIInii, 4To JeslacT BO3MOXKHBIM ITPOBEACHNIE BEICOKO-
JIO3HOI UMMYHOTEpAITN B TOMAIITHUX YCJIOBUSX [8].

Tsxenble aHaUIaKTUYSCKME peakliMU Ha (pOHE MpH-
MeHeHus1 nipeniapatoB BBUIT — oueHb penkoe, ogHAKO
KM3HEYrpoxaloiee sipiieHre. Yaie Bcero oHM BCTpeva-
FOTCS Y TAITUEeHTOB ¢ AeuiinToM IgA, BEI3BaHHBIM HaJIM -
yueM antutel (IgG mmm pexe IgE), koTopeie, B3anMmomeii-
cTBy4 ¢ IgA B TIpenapare 4eJIoBe9ecKoro Ig, MoTyT BEI3BaTh
aHadwmrakTnaecKyio peakuuio [9, 10]. IToatomy B psme
MHCTpYKUMIi K nipenapataMm BBUT nanHHOMYy cocTOsSIHUIO
yIeJIeHO 0c000e BHUMAHME B pa3/esie IIPOTUBOITOKA3aHMIA.

HecMoTtpst Ha KpaitHe HU3KYIO BEPOSITHOCTh BO3HHUK-
HOBEHMS aHA(UJIAKCHH, B PYyTUHHOM MTPAaKTHUKE pacIpo-
CTpaHEHO IIPOBeICHNE JJAOOPATOPHOTO TeCTa Ha OIpee-
JICHWEe WCXOIHOIO YPOBHSI IgA B CBIBOPOTKE KPOBU
y JTI000TO TalleHTa Iepe HadajJoM BHYTPUBECHHON M-
MyHOTepanuu. TeM He MeHee TAKTUKA BeACHUS IalleHTa
CO CHMXXKEHHBIM ypoBHeM IgA ocraeTcst nucKyTabeIbHOM,
ITOCKOJIBKY HEIOCPEACTBEHHOE OIIpelesieHrne aHTh-IgA
IgG-anTuTen B HacTosIIee BpeMsT HeIOCTymHO B Poccrum
U psne OpPYruX CTpaH, B TO BpeMs KaK KOMMEPUYECKOe
onpenaeneHue ypopHs aHTu-IgA IgE-anturten HegocTynHO
ITOKA JIJIT BCETO MUPOBOTO MEANIIMHCKOTO COOOIIIECTBA.

CocmoAHuA, acCORUUPOBaHHDIE

¢ peduyumom lgA

IgA — KJ1acc aHTUTEN, KOTOPBI B OpraHU3Me BBITION -
HSET TPEUMYIIECTBEHHO 3alIUTHYIO POJIb B CIM3UCTHIX
000J104YKax, Mpeayrnpexaas MUKpoOHYIO MHBA3UI0, 1 MO~
JIepXX1BaeT UMMYHHbBI roMeocTa3 ¢ MUKpoouoToii [11].
IgA 0OBIYHO OTCYTCTBYET IIPU POXKIECHUU, K 1 TOLY KU3HU
€ro cojepxaHue qocTuraeT npudansutenabpHo 30 % ypos-
HS B3pOCoro 4emoBeka. K mompocTKoBoMy BO3pacTy
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Hedxcenamenvhvle peakyuu Ha ooHe GHYMPUBEHHOU UMMYHOMEPAnUU
Undesirable effects during intravenous immunotherapy

Yacreie (1o 15 %)
Common (up to 15 %)

Heuacreie (10 6 %)
Uncommon (up to 6 %)

Penkue (gactHbIe
CllyJan)
Rare (individual cases)

TonoBHas 60J1b, MUANTUU, 00JIb B CIIMHE, YTOMJISIEMOCTD, JTUXOPaaKa, Chillb, TOIIHOTA, PBOTA, OT€Y-
HOCTB/00JIb B MeCTe MHDY3UHU, 3pUTEMA, THUIIO-/TUIIEPTEH3MsI, TaAXUKaPIHUS

Headache, myalgia, backpain, fatigue, fever, rash, nausea, vomiting, edema/pain at the point of infusion, erythema,
hypo/hypertension, tachycardia

bonb B rpyau, oabliiiika, BeIpaXkeHHast roJIoBHasi 00J1b, aCeNTUYECKUIT MEHUHTUT, ypTUKAPHAsI ChIMb,

3y, TPOMO0AMO0IMU (1IepedpasibHas UIIEMUSI, UHCYJIBThI, MUH(MAPKT MUOKapaa, TPOMOO03 ITyOOKMX BEH,
JIETOYHAs MO0, MOYeIHAsI MHTOKCUKAIINS), TEeMOJUTUISCKIE PEaKIIUK BCJEACTBUE M30aTrTIIOTHHH -
HOBOI peakiuy K Rh wiy npyrum rpymmaM KpoBu, aHaduIaKTHIeCKre/aHahIaKTOMIHbIE PeaKIIMI
Chest pain, shortness of breath, pronounced headache, aseptic meningitis, urticarial rash, itch, thromboembolisms
(cerebral ischemia, strokes, myocardial infarction, deep vein thrombosis, pulmonary embolism, nephrotoxicity),
hemolytic reactions caused by isoagglutinin reaction to Rh or other blood groups, anaphylactic/anaphylactoid reactions

Anadpunakcus Beneactsue IgE- wim IgG-antuten K IgA, nmporpeccupyiolasi HelipoaereHeparus,
apTPUT, HApYIIIEHUs PUTMa Ceplla, OCTPOe MOpaXkeHUe JIETKUX, aCCOIIMMPOBAHHOE C TeMOTpaHChy3HUei,
HEUTPOIEeHUs], IICEBAOTUIIOHATPUEMHUS, YBEUT, TUTIOTEPMUS, TUMQOITUTAPHBIN IUIEBPaTbHbIIA BBIIOT,
KOXHBIE peakiuy (JICMKOIMTOKIACTUIECKMIT BACKYJIUT KOXHU, MyJbTH(HOPMHAs SpUTeMa, KpalmMBHUIIA,
NUCTUAPOTUYECKAS 9K3eMa, MaKyJlomamnyJae3Has Wik 9K3eMaTo3Has Chlllb, ajionerus) [2]

Anaphylaxis caused by IgE or IgG antibodies to IgA, progressive neurodegeneration, arthritis, cardiac rhythm disorders;
acute pulmonary disorders associated with blood transfusion; neutropenia, pseudohyponatremia, uveitis, hypothermia,

lymphocytic pleural effusion, skin reactions (leukocytoclastic vasculitis, erythema multiforme, urticaria fever,
dyshidrotic eczema, maculopapular or eczematous rash, alopecia) [2]

Ilpumenanue. Ig — ummyHoen06yauH.
Note. Ig —immunoglobulin.

ypoBeHb IgA coctasister 0,8—4,0 /71 1 OOBITHO HE MEHSI-
eTcd B TeueHMe Xu3Hu [12—14].

YpoBeHb IgA, TIpr KOTOPOM COCTOSTHUE OIIPEACIISICTCS
Kak IgA-umMmyHoneUIUT, 1O AAHHBIM OOJIBIIMHCTBA
pabot, coctaBiusger B cpemHem <7 mr/mr (0,07 rv/m;
5—10 Mr/mr), TaK KakK IJIsI MHOTHX JJa0OpaTOPHit 3TO HAU-
MEHbIIas AeTeKTUpyeMasl KOHLIEHTpaIus Ig B CBIBOPOTKe
kpoBu. [lpm mokazarenssx ypoBHsT IgA Beimme 7 mr/mi,
HO B 2 pa3a HIXe HOPMAaJIbHBIX 3HAUCHMI, COCTOSTHUE
MOKET OBITh paclieHEHO KaK YaCTUIHBIN aeduuT IgA [12,
13]. ITocaenree BcTpedaeTcs TAKKE TOBOJIBHO 9aCTO, OMI-
HAaKO KJIWHHWYECKasT 3HAYMMOCTb 3TOTO COCTOSHHS
He oIpezelicHa.

M3BecTHO, 4TO CHMXXEeHUE YpoBHS IgA HabmomaeTcst
IIPU TaKUX COCTOSTHUSX, KaK CEJCKTUBHBIN Oe(UIIUT
IgA, obOmmmit BapnabeabHbIII UMMYHOIEDUIINT, Te(PUITAT
nozaknacca IgG,, aTakcusi-TeJeaHIMIKTA3M, PAL UM-
MYHOIE(HUIINTHBIX COCTOSTHUM, OCTPHINA 1 XPOHUYISCKUI
TMMpOOIIACTHHIN JIEHIKO3, XpOHWUYECKash MUEJIOTeHHas
JIEHKeMMsI, MaKpOIJIOOYIUHEMHUSI, OOJIE3Hb TSIKEIIBIX
Lereit, 1 B psifie ciy9aeB — IIPU IPpUMEHEHUU HEKOTO-
PBIX IIperapaToB (AHTUKOHBYJILCAHTHI, PSIT HECTEPOUI -
HBIX IIPOTHUBOBOCIIAIUTEIHLHBIX IIPEIIapaToB, CyJbdaca-
masuH 1 ap.) [12, 13].

OmHako yatie Bcero aeunmT IgA aBisieTcst CeIeKTUB-
HBIM — HanboJIee pacrpocTpaHeHHasT (hopMa IIEPBUIHOTO
nMMmyHongeduumTa [15, 13]. DTo cocTossHUE BCTpedyaeTcs
ITOBCEMECTHO, M €r0 PacHpOCTPaHEHHOCTb COCTABIISICT
B cpenreM 1:600 espomneiinies [15]. JlaHHBIX 0 pacipocTpa-
HEHHOCTH cpeau xkuteneit Poccun Het, omHako B Poccmii-
CKOM HAIIMOHAJIBHOM PETHCTPE OOJBHBIX C ITePBUIHBIM
AMMYyHOIePUIIMTOM, CylIecTByIomeM ¢ 1989 1., uMeroTcst

cBenenus o MmeHee 1000 malmeHToB ¢ CeJIEKTUBHBIM e~
muToMm IgA [16].

IMo manHBIM psaa ucciiegoBaHMiA, 2 13 3 MalEeHTOB
¢ IgA-umMmMyHOAEDUIIUTOM OTHOCUTENIBHO 3A0POBHI U He
HYXKHAIOTCS B TIPOBEIEHNY TOTIOTHUTETHLHON TUarHOCTH -
ku n gedyeHun. OmgHako 10 20 % ciaydaeB nedpunmra IgA
MOTYT OBITH accolMupoBaHbl ¢ gepuuntoM IgG u 3aua-
CTYIO SIBJISIOTCS YaCThIO CHHAPOMA OOILEro BapruabeIbHOTO
nmmyHonedunmra [17]. ITokaszaHo, uro Toasko y 20—40 %
MaLMEHTOB C CeJIEKTUBHBIM Aeduimrom IgA v mpubamusm-
TeJIbHO Y 29 % NaLKMeHTOB ¢ 00IIUM BapruadeIbHbBIM M-
MYHOIEe(ULIMTOM OOHAPYKMBAIOTCS aHTH-IgA-aHTUTENA.
I1pu 5TOM UMEHHO OHM OOYCJIOBIMBAIOT BOBHMKHOBEHNE
aHaWIAKTUYECKUX PEaKIWii TTpU MPOBEJECHUN BHYTPH-
BeHHOM MMMyHoTepanuu. Kpome Toro, Hepeako 3Ta Ka-
Teropust 60JIbHBIX CTPAgAET aTONMMYECKMMU 1 ayTOMMMYH-
HBIMM 3a00JIeBaHUSIMU, UTO, B CBOIO Oouepelb, caMo IO
cebe MOXeT TpeapacronaraTb K TMCTAMUHOIMOEpUPYIO-
IIUM peaKkLsIM, T. €. TOTEHIIUPOBATh aHA(DUIIAKTOUTHEIE
peaxkinm.

Axacunakmuyeckue peakuuu, accoyuupoBaHHbIe

€ Hanuyuem anmumen K IgA

ITo pa3nbiM faHHBIM, aHTU-IgA IgG-anTuTea 00Ha-
pyXuBaroTCcs B cpeaHeM y 25—30 % nauueHToB ¢ aeduim-
TOM IgA, BBI3BaHHBIM PAa3IMIHBIMU IPUIMHAMM, OTTHCAH-
HbIMU Bbllie. AHTU-IgA IgE-anTuTena o6HapyXuBamTCs
HaMHoro pexe. CiemyeT NoT4epKHYTh, YTO Y a0COIIOTHO-
ro OOJIBITMHCTBA YPOBeHb IgA B TAKOM CiTydae COCTaBIIsIET
CIIeIOBBIC 3HAYCHMS MU He IeTeKTupyercs. Kpome Toro,
B psiie pabOT BCTPEYarOTCsl JaHHBIE O HAIMYUU aHTU-IgA
IgG-antureny 2—7 % 3mopoBbix auil [9, 17—20].
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HepBHo-Mblweunbie O JIE3HH

[epBas aHadpMIaKTHYECKAas peakilsi, aCCOIMUPOBAH-
Hast ¢ BBUT y nannenTa ¢ nepunurom IgA, odycioBieH-
HbIM HajiuyueM aHTU-IgA-anTuTen, omucaHa B 1968 r.
[19]. C Tex mop momoOHBIE HAOMIOACHUS BCTPEYAIOTCS
B JIUTEpaType B eIMHUIHBIX CITydasiX.

B 0630pe R. Rachid u coaBT. mpoaHanu3upoBaHbl 27
OIMMCAHHBIX KIIMHUYECKUX CIydaeB gedunmra IgA n Ha-
sy anTu-IgA IgG-anTuTen, B KOTOPHIX B OTBET HA Te-
panuio IpemnapatamMu denoBedeckoro IgG pa3Buimch
aHauUIaKCUs U Ipyrue HeXelaTeIbHbBIe SIBICHUS, TaK1e
Kak 00Jib B XXMBOTE, IUXOpaJaKa, MUaIrusi, TomHota [10].
Tak, y mogaBIsTroIIero OONBIIMHCTBA ITAIIMEHTOB YPOBEHD
IgA cocraBisin <10 mr/mn (caemoBele 3HAYSHUS ), TIpeTIa-
paTel 4yejoBedeckoro IgG BBOOMIM BHYTPUMBIIICYHO
1100 BHYTPMBEHHO, C coaepxkaHueM IgA B mpemnapare
B OOBIIMHCTBE ci1ydaeB >50 mr/mi1. Kpome Toro, TsoKecTb
aHa(WIaKCUY HAIIPSIMYTO 3aBHUCEIa OT YpoBHS IgA n TTpa
anTu-IgA IgG-anTuren. Y 00IbIIMHCTBA MALIMEHTOB KypC
MMMYHOTEepauK OBbLI OJIATOTIONIYYHO IIPOMOJDKEH C HC-
ITOJIb30BaHMEM ITOAKOXKHOTO CIIOCO0a BBEICHUS TIpeIiapa-
Ta W/WJIN C MEHBIIIUM coaepxXanueM IgA. B aTom ob630pe
TaKKe oInmucaHbl 49 mareHToB ¢ nedummToM IgA 1 HamM-
yneM aHTU-IgA IgG-aHTuTeN, KOTOpHIE TIEpEeHECTN KypC
nedeHus Ig 6e3 pa3BuTHSI HexXelaTeIbHBIX ABaeHumit [10].
CiemoBaTeIbHO, CBSI3b HAIMYMS aHTUTEI K IgA ¢ BO3HHMK-
HOBeHHMEM aHA(PUIAKTUISCKON peakIuy y IallieHTOB,
ITOJTYYAOIINX TePaIIio IIperapaTaMu YejoBedeckoro IgG,
HeomHo3HayHa [21].

Takum 06pa3oM, Ha OCHOBAHUM IIPOBEICHHOTO aHa-
JIM3a TaHHBIX JIMTEPATyPHl MOXHO 3aKJIFOYNTh, YTO TIOHU -
XEeHHOe cofepxXaHue IgA B CBIBOPOTKE KPOBH HE MOXKET
JIOCTOBEPHO CITYKUTH IIPU3HAKOM HaJTMIUs aHTU-IgA-aH-
THTEJI, a CJICAOBATEIBHO, OBITh A0COIOTHBIM ITPOTUBOIIO-
KazaHueM K mpoBeaeHuto tepanuu BBUI. MmeHHO 110-
3TOMY HEOOXOIMMOCTD B PYTUHHOM OIIpeIe/ICHNN YPOBHS
IgA mrepen HavayIOM TeparnMu CTAaBUTCS OTACIBHBIMU aB-
TOopaMu 1oja comHeHue [17].

B 3apy0OexHOl mMpakTUKe Iepen HavaJloM Teparuu
ypoBeHb IgA ompenensieTcsi TOJAbKO Yy TeX MalMEHTOB,
Y KOTOPBIX YK€ ObUTH OTMEUYCHBI HeXKeIaTeIbHbBIC PeaKIIuU
Ha (hoHE TPUMEHEHMS JTIOOBIX ITPETIapaToB IIa3MBI KPOBH,
B ToM uncie BBUT [22].

IMpumevaTenbHO, 9TO JaXKe B CIyIae CHIDKCHUS YPOB-
Hs IgA 11e71ec000pa3HOCTh PYTUHHOTO OTIPEACIICHIS aHTH -
IgA-antuten He ycraHosneHa [10]. OmmaceHust MOTYT BBI-
3bIBaTh JIUINb CAy4Yad comepxkaHus IgA B CIemOBBIX
KOJIMYECTBAX WJIM €TO MOJIHOE OTCYTCTBHUE.

Knunuyeckuii cnyyaii

Ilayuenm, 64 nem, c duaenozom XBAII (pezucmenmuas
K 2AHKOKOPMUKOCMepOUuoHbiM npenapamam gpopma), 6vin
pexomerndosan Kypc mepanuu BBHI no cmandapmmoit cxeme:
cmapmogas 003a 2 2/ke maccol meaa ¢ nOCAe0yHUUM 8gede-
Huem npenapama 6 dose 1 e/ke maccot meaa [23, 24]. Ilepeo
Ha4aaom mepanuu y nayueHma pymurHo uccaedo8ant ypoeeHs
IgA. Tlpu 1-m usmepenuu yposens IgA cocmasun 0,47 e/a,

YUMo HACMOPOJICUNO NeHAUUX 8PaUell 8 OMHOULeHUU GePOsim -
Hocmu Haauvus anmumen Kk 1gA u 603modxcHo020 pucka paseu-
mus axnagpurakcuu Ha Qone sedenus npenapama. Imo
OMCPOHUAO HAYAN0 MEePAnUU 8 00Uell CAONCHOCMU NPUMEDPHO
Ha 1 mec. Ilpu nosmopuom ananruse 6 dpyeoii rabopamopuu
yposers IgA cocmasun 0,68 ¢/a. B 3-it aabopamopuu mpu-
acobt 6bL10 nposedeHo uccredogarue ypoeus IgA, Komopubiil
cocmasun 0,89—-0,95 ¢/a. Hu 6 odnom u3 o6credosanuil
He 0bL10 3ahuKCUpPo8ano caredosvix 3Havenuil IgA.

B nocaedyrouem 60abHOMY 6Cce-maku npogeder NOAHO-
yernnblll nepsuyHblil Kype mepanuu BBUT 6 obueil doze 2 2/xe
maccol meaa, ¢ 00bIMHOI CKOPOCMbIO 88€0eHUs NPenapama.
Ha ¢one ungpysuii He 3apecucmpupo8aHo HexceaamenbHbix
senenuil. Ilayuenm nepenec mepanuio y0oeaemeopumensHo,
€ NOA0CUMENbHBIM IPPeKmMOM 8 OMHOUEHUU Hegpoao2UYe-
cK020 dehuyuma: docmueHyma cmoiKkas pemuccus, 3Havu-
meabHo CHU3UACA YpoBeHb uHearudusayuu. IloemopHsie
Kypevt mepanuu BBHI 6 noddepoicusarouieit 0oze npoxodunu
6e3 ocobenHocmell.

06cyxneHue

IToznHee HaMu ObLT MPOBEAEH aHAJIU3 JaHHBIX JIMTE-
paTypbl, MOCBSILIEHHbIN PEKOMEHIALIMSIM MO TAaKTUKE Be-
JIeHUS TTAlMEeHTOB, HY>KIAIOIIMXCSI B BBICOKOO3HOM BHY-
TPUBEHHOW MMMYHOTEpAN1u, HO UMEIOLLIUX, IO MHEHUIO
CMELMAUCTOB, MOBbILIEHHbBIE PUCKWA PAa3BUTHS HeXela-
TeJILHBIX SIBJICHUI, CBSI3aHHBIX ¢ AepuuuToM IgA, u ap.

ITo naHHBIM TUTEPATYPBI, OCBEILIEHHBIM BbILIE, OCHO-
BaHUI IS U3BMEHEHUSI TaKTUKM JIEUCHUS TallMeHTa He
ObLI0, MOCKOJBKY COCTOSIHUE OOJIbHOTO HE MOTJIO ObITh
paciieHeHO Kak [gA-mednnT (H1 B OMTHOM M3 UCCIIeAOBa-
Huil 3HadyeHust He pocturanu <0,07 /1 WK CIea0BbIX)
1 BEPOSITHOCTh BO3HMKHOBEHUS aHA(PMIaKTUISCKUX pe-
aKkiu1il y tTaHHOro 60JbHOTO Oblla Ype3BbIYAaiHO Maia.

IMpuBeaeHHBIN KIIMHUYECKU ClTydaii JeMOHCTPUPYET,
YTO HEeIpaBWIbHAs TPAKTOBKA PE3yJIbTaATOB UCCIEI0BAHUS
ypoBHS IgA MoXeT BBeCTU B 3a0JTyKASHUE, TIPUBEIS K 10-
MOJIHUTEJIbHBIM UCCAEAOBAHUSIM U 3aJ€PXKKe Hayasa Te-
panuu.

Takmuka BefieHus nayueHmoB ¢ PUCKOM pa3Bumusd
HemenamenbHbIX ABNEHUl Ha hoHe BBeeHUd
BHYMPUBEHHOro UMMYHOrNOGYNUKA (N0 AHHBIM
numepamypbl U cOGCMBEHHOr0 ONbIMA)

HecmoTtps Ha ckericuc 3apy0eskHBIX aBTOPOB B OTHO-
IIEHUH PYTUHHOTO OTpeAesieHNs ypoBHS IgA mepen Haua-
JIOM BHYTPUBEHHOM Teparnu, 1o HalleMy MHEHUIO, Jie-
JlaThb 3TO HeobOxoaumo. IloslydeHHbIE JaHHbIE TTOMOTYT
HACTOPOXHUTH Bpaya B OTHOIIEHUH BO3MOXHBIX HeXKeJla-
TEJIbHBIX peaKILMii ¥ PEIIUTh BOIIPOC O 1IeJIeCO00Pa3HOCTH
npeMeauKaluny T100 N3MEHEHUN TaKTUKU BeAeHUs T1a-
nuenTa. Tak, B ®I'BY «'HL «MMHCTUTYT IMMYHOJIOTUW»
DOMBA Poccun Habmoganuch 2 TalleHTa ¢ HallpaBU-
TEJIbHBIM IMAaTHO30M «aJIJIeprys Ha TUIa3My» B CBSI3H C Ie-
peHeceHHOI aHadMIakcueit Ha (hoHe MepeTMBaHsI TIa3Mbl
KpPOBM B IIOCJIEOIepalluOHHOM Tiepuoje. Pe3yibraThbl
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Kaunuueckuit pazoop

JIOTTOTHUTETLHOTO 00CIeI0BAHMSI ITO3BOJININ YCTAHOBUTH
JIMaTHO3 CeJIEKTUBHOrO UMMyHoaedunuTa IgA u B nanb-
HeHIeM 3alpeTUTh Ha3HAYSHNE UM TIPEeIapaToB, COIep-
Kammx IgA (T1asMa KpoBH, CBexKasi KpOBb, ITOJIMBAJICHT-
uele Ig). OmHako OBUTH JaHBI APYTHE PEKOMEHIAIINN: TIPU
HEOOXOOMMOCTH MOXKHO MCIIOJIB30BaTh OUMINCHHBIC Ig
U OTMBITBIE 3PUTPOLIUTHI, C MPEAIIECTBYIOLIEH MPeMean-
Kanueit. BTo 9BUIOCh LIEHHON MH(MOpMaLmeil i oymy-
IIUX YPTeHTHBIX W TJIAHOBBIX CUTYAIlii, KOTOPBIE MOTYT
IMOTpeOOBaTh BBEICHMS IperiapaToB KPOBY JTAHHBIM ITa-
IIMEHTAaM.

B cirygae BBICOKOiT HACTOPOXXEHHOCTH B OTHOIIIEHUN
pricKa BO3HUKHOBEHUS HEXeJIaTeIbHBIX peaKIInii Ha (hoHe
BBeneHus BBUI (mpu Hanuuuuy y mauueHTa B aHaMHE3€e
HENIePEHOCUMOCT! KOMITOHEHTOB KPOBHM, B TOM UHCIIC
pa3BUTHE TTOOOYHBIX 3(GEKTOB MPHU MPEIIISCTBYIONIEM
BBeneHuu nipenapatoB BBUI, ciemoBbie 3HaueHus IgA
W/Wn Hamare aHTH-IgA IgG-aHTuTeN, TTOJIMBaJICHTHON
aJUIepTUH, 9aCThIX WH(PEKIIMOHHBIX 3a00JIeBaHUI 1 1Ip.)
MIPEIYCMOTPEHHI CIICAYIOIINE TAKTUKY BeACHHS TAIICHTOB:

* TIOIKOXKHBII CIToco0 BBeneHMsI ITperapaTtoB IgG, koTo-
PBIi TIO CPaBHEHUIO C BHYTPMBEHHBIM 00JIamaeT B 1ie-
JIOM MEHBIIMM MTPOLIEHTOM HeXeJIaTeIbHbIX PEaKLIMIA;

* BBIOOD IIperapaTa ¢ HAMMEHbBIIUM coaepxkaHueM IgA
(<2,5 Mr/mit), 9TO aCCOIMMPOBAHO C MEHBIIUM DPH-
CKOM pa3BUTHS aHADMIAKTHIECKNX PeaKIINiA y TTaIu-
€HTOB C TIEPBUYHBIM UMMYHOIE(PUITUTOM C CEJICKTHB-
HOW WM HeceJIeKTUBHOM runo-IgA-rio0ynnHemMueii,
a TakXke MMerolnx aHTuTena K IgA, obpasoBasiuecs
paHee BCJEICTBUE TMPEAIIECTBYIONIMX MOBTOPHBIX
nHY3Mi npernapaToB, comepxammx IgA [22, 23].
B kauecTBe mperapara BEIOOpA B JAHHOM CIy4ae MOXKET
paccmaTpuBathes npemnapat I[pusumken (10 % pac-
TBOp 4enoBedeckoro Ig HopmansHoro; CSL Behring)
W3-3a MUHUMAaJIPHOTO B KJilacce comepxkaHust I[gA
1 BBICOKOI 0€30ITaCHOCTH (MHCTPYKIIMH IT0 MEIULINH-
CKOMY TIPMMEHEHUIO TIPEIapaToB yeaoBedecKoro Ig,
3aperucTpupoBaHHbIX B Poccun);

* BBeJICHHE TIpernapara B IIepBbIe Yachl MH(Y3MHU Ha HA3-
KOI CKOPOCTH W JaJIbHEHIIIee YBEIMICHNE CKOPOCTH
BBEICHUS TIPU XOpOIlIeil mepeHocumMocTu [25—27].
Kpowme Toro, nzBecteH 3(pheKT ToJepaHTHOCTH K TIpe-

mapatam BBUT, mpu koTopoM Tocite anm3ona aHahuIakKCun
TTOCITeAYIOIIe MH(MY3UH TIEPEHOCITCS YIOBICTBOPUTEIHHO.
DTO MOXET OBITh CBSI3aHO C OJIOKMpOBaHUEM aHTH-IgA-aH-
TUTEJ TIPU TTOBTOPHBIX MH(Y3USAX TIperapaTa [24].

XopoIo 3apeKoMeHI0BaIa ce0sT ITpaKTHKa IIpeMe -
KAl TMaIllMeHTOB aHTUTUCTAMUHHBIMM IIpeIiapaTaMm,
HECTepOUITHBIMU IMPOTUBOBOCIIAIUTEILHBIMH (ITapareTa-
Mot 650—1000 mr, udynpoden 200—400 mr), a ipu Head-
(EeKTMBHOCTH BHIIICIIEPEUYNCICHHBIX — OJIOKaTOpaMu
H2-penenTopos (panutunns 75—300 MT) MM TIIIOKOKOP-
THKOCcTeporaaMu (ruapokopTu3oH 100—200 Mr, mpenHm-
30J10H 20—40 mr) [10, 26].

VY manneHTOB ¢ BEICOKMM PHUCKOM Pa3BUTHS HexKela-
TEJIbHBIX PeaKIIii, B TOM YHCIIC ¥ TeX, Y KOTO yXe ObLIN

TaKWe 3MM30IbI paHee, BHYTPHMBEHHBIE MH(pY3UN PEKO-
MEHIyeTCsI ITPOBOIUTD MO HAOTIOACHUEM Bpadeil ¢ HaIu-
YeM B MEOWUIIMHCKOM YUPEXICHUM BCeX HEOOXOTMMBIX
YCIIOBHIA 71 peaHMMAILIMOHHBIX MEPOIIPUSITHIL [28].

CremyeT OTMETUTD, YTO Ha CETOMHSIITHUI TeHD HE 3a-
(prKkcHpoBaHO HU OMHOTO CiIydast aHa(pUIAKCUM Y TTalld-
eHTOB C¢ AeduuuTtoM IgA, B ToM unuciie 00yCI0BIEHHBIM
HajnumureMm aHTU-IgA-aHTHTeNl, Ha (OHE ITOIKOXKHOTO
BBeneHus IgG [9, 29]. B HacTosimiee Bpemst B Poccum ripo-
XOIAT PETUCTPAIIMIO MpemrapaThl YeJI0BeUYecKoro Ig Hop-
MAaJIBHOTO JUISI TTOAKOXHOTO BBEICHMSI, KOTOPhIC B OJIM-
XadmeM OymyIieM MOXHO OymeT peKOMEHIOBAaTh
K ipuMeHeHuo [30].

3arniouenue

I1penaparst BBUI B mocinenHee BpeMst HAlLLLIX LIMPO-
KO€ IIPUMEHEHNE B KIIMHUIECKON MPaKTHKe W BCE Yallle
HCTIONIB3YIOTCS TS JICICHUSI HEBPOJIOTMUECKUX 3a001eBa-
Hui. OTHOCUTEIbHAS 0€30ITaCHOCTD M XOPOIIlasl IePeHO-
CHMOCTB TTO3BOJISTIOT IIPUMEHSITh UX y IeTelt, 0epeMeHHBIX
JKEHIIMH Y MOXWIBIX TUI. B peakux ciayJyasx BO3MOXHO
pPa3BUTHE TSKEJIBIX, JKU3HEYTPOKAIOIINX HEXeIaTeTbHBIX
peaxivii, OMHAKO OILIEHKA pHCKa UX BOSHUKHOBEHUS TIPE-
ycMaTpHBaeT B3BEIICHHBIN ITOAX0 BO M30eXaHue He000-
CHOBAHHON 3aIep:KKM JICUCHUS YUIM OTKa3a OT Tepallvi.
Llemecoobpa3HBIM IIpeACTaBISICTCS BBIOUPATD IpeTapaThl
C OOIMpPHOIM AoKa3aTelbHON 06a30i1 3¢ GeKTUBHOCTU
¥ 0€30MacHOCTH IIPUMEHEHUSI B HEBPOJIOTUICCKO TIpa-
ktuke. Hampumep, rpemapar I1puBumkeH 1moKa3aj BEICO-
Kyl 3¢ (OeKTUBHOCT, U 0€30ITaCHOCTD II0 pe3yIbraTaM
MACIITaOHBIX KIIMHIYECKUX MCCIIeIOBaHNI, BKITFOUMBIITIX
6onee 200 marmenToB ¢ XBAIT [31].

ITpu HaTMYMK BO3MOXHOCTHA PEKOMEHIYETCS U3ME-
psITh YpoBeHb IgA y malimeHTa 10 Hayajaa nHQY31il 1 olie-
HUBaThb PUCKU Pa3BUTUS HeEXeIATeIbHBIX pPEaKIINiA
Ha ¢oHe IIpenapaToB YenoBedeckoro Ig. KioueBbIM B X
OIpeNieJICHUN BBICTYIIACT aJUIEPTOJIOTUUECKU aHaMHe3
(aTomus1, KpaltMBHUIIA, MaCTOIIMTO3, 1 OCOOCHHO ajlIep-
TUsI Ha KOMIIOHEHTHI IIpeTiapaToB KPOBH), a TAKXKE peak-
nus Ha nepByio nHdy3uo BBUI, koTopyro Bo Bcex ciy-
gasix 00513aTeJIbHO HEOOXOMMMO MTPOBOIUTE B YCIOBUSIX
cTalMoHapa.

Kpaiiae BaxxHO, YTO HACTOPOKEHHOCTh B OTHOIIICHUU
pa3BUTHS HEXeJIaTeIbHBIX PeaKIInii He TOJDKHA TIPETIsT-
CTBOBATH JICUCHUIO, HO TIPA 3TOM TPeOyeT B3BEIICHHOTO
TIOJIXO/1a C OLIEHKOM COOTHOIIICHMS pYICKa U TTOJIb3HI Tepa-
mn. Prck mo6ouHbIX 3(D(eKTOB, CBI3aHHBIN ¢ HATMUNEM
nedurmra IgA, aHaMHeCTUIeCKMMU JAHHBIMU WITA TIPOCTO
OTCYTCTBHEM BO3MOXHOCTH M3MepeHHUs IgA mo Hagaia
JICYCHMSI, He MOJDKEH pacCMaTpUBaThCSI KaK aOCOJIOTHOE
MPOTUBOIIOKA3aHWE K TPOBEACHUIO Tepammu. B Takumx
CIyJasix PEKOMEHIYETCSI PACCMOTPETh IIPEIIOXKESHHYIO
BBIIIIE TAKTUKY JICYCHUS, 3aKITIOIAFOIIYIOCS B BEITTOJTHCHUN
npeMeaukKauunu, Beioope npenapata BBUI, compepxaiiero
HavMeHblllee KoanuecTBO IgA, 1 B TIIATEIbHOM COOII0-
IEHUU CKOPOCTH BBeACHUS (COTIIaCHO MHCTPYKIIUHN).
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Response to the article “Bickerstaff brainstem encephalitis, acute transverse myelitis,
and acute motor axonal neuropathy: diagnostic and treatment challenges in patients with concomitant syndromes.
Clinical observation”

N.A. Suponeva, 1.S. Bakulin, A.S. Rizvanova, R.N. Konovalov, Yu. E. Korzhova
Research Center of Neurology; 80 Volokolamskoe Shosse, Moscow 125367, Russia

VYBaxkaemast pemaKims!

B 3-M HOMepe xypHana «HepBHO-MEBIIeUHBIE O0IE3-
H1» 32 2017 T. GBI IIpeaCTaBIeH YPEe3BLIYATHO JTIOOOITBIT-
HBIN 1 CJIOXHBIN 111 IMarHOCTUKY KJIIMHUYECKUH Caydan
COYETaHUS MPOIOJIBHO-PACIIPOCTPAHEHHOTO TIOTIEPEIHO-
IO MUEJINTA, CTBOJIOBOTO 3HIIE(aINTa U OCTPOIl MOTOPHOM
aKCOHAJIbHOM Helipomatni. COCTOSTHHUE IMAIIMEHTKH aBTO-
pamMu OBUTO paclieHeHO KaK TU3MMMYHHBIN TTepeKPeCTHBRIN
cuHapoM (overlap syndrome), BKIIOYAIOIIMU OCTPHIA
WIVOTIATUYECKUI TTOTIEPEYHBIM MUEJTUT, CTBOJIOBOI SHIIE-
damut bukepcradda (COB) u ocTpyio MOTOPHYIO aKCO-
HaJIbHYIO HeiponaTuio [1].

BHUMaTe1bHO 03HAKOMUBIIIUCH C ITPEACTaBICHHBIMU
B CTaThe TAHHBIMH, MBI XOTUM ITOACIUTLCS CBOMMU COO-
OpaxeHusIMA. B TIepByI0 ouepemb BBI3BIBACT BOIIPOCHI
JIMArHO3 «MAMONATUYECKUI MONepeuHbIid MUeanT». Jleao
B TOM, YTO 0 HACTOSIIIIETO BPEMEHH! OTCYTCTBYIOT CIICIIM -
dudeckre OMOMapKephl HAMOMATUYECKOTO MUEINTA,
M IIOCTAHOBKA 3TOTO IMAaTHO3a BO3MOXHA TOJBKO IOCIIEe
HUCKITIOUCHMS IPYTUX MIPUYHH ITOpaXKeHUsSI CHUHHOTO MO3-
ra. Kak m3BectHO, B muddepeHIIMaIbHO-TMarHOCTHIC-
CKOM psIy IIPOIOJIbHO-PACTIPOCTPAHEHHOTO MUEINTA
CTOSIT B IEPBYIO OYepeIb PACCTPOICTBA M3 CIIEKTPa OIITH -
KOMHENINTA M CUCTEMHBIX ayTOMMMYHHBIX 3a00JIeBaHUI
(cuctemHasi KpacHasI BordaHKa, 0oj1e3Hb Lllerpena, Heli-
pocapkouno3 1 ap.) [2, 3]. st MCKITIOUeHUS 3THUX 3200~
JIeBaHUH B IIPEICTaBJICHHOM HAOIOICHUH 1I€7IeCO00pa3HO
HCCIIeI0BaHNE CBIBOPOTKH KPOBY HA aHTHUTEJIA K aKBaIIo-
puHy 4 (BBICOKOCTICHU(UIHBI MapKep pacCTPOMCTB

W3 CIEKTpa ONTHUKOMHUEINTA), a TaKXKe WCCIIeIOBaHUE
aHTHUTEJI — MapKEPOB CUCTEMHBIX 3a00JIeBaHMi1 (AaHTHTE A
K aBycrimpanbHoii JIHK, antuHykneapHblii (hakTop, aH-
TUHENTPODMIBHBIC IIUTOILIA3MATUIECKIIE aHTUTE A U 1Ip. )
[4, 5]. Hanuune B onmycaHHOM HAaOJIOMEHUM COYETAaHUS
TIPOIOJIBHO-PACIIPOCTPAHEHHOTO MOIIEPEYHOTO MUETUTA
C TIOpaXeHNEeM CTBOJIA (C TEHIEHITNEH K CyO3TIeHIMAalb-
HOI1 TOKaJIM3aIliM 09aroB, 0COOCHHO Ha YPOBHE TTPOIOJI-
TOBAaTOTO MO3Ta) SIBJISICTCS JOTIOJTHUTEILHBIM OCHOBaHUEM
IUTST OOCY>KIIEHMST paCCTPOMCTBA 13 CIIEKTPa ONTUKOMMEITH -
Ta. B HacTosIIee BpeMs mopakeHNe CTBOJIA MO3Ta C Ha-
JINYMEM OYaroB MOBPEXKICHUS B IIPOIOJITOBATOM MO3Te/
o0JIacTH area postrema pacCMaTPUBAeTCS KaK OIWH W3
OCHOBHBIX ITPM3HAKOB 3TOM TPyl 3a00sieBannii [4, 6].

YcTaHoBIeHNE B TIPEICTABICHHOM ClIydae QTWarHo3a
COBb Takxe 1MoKa3anaoch CIIOPHBIM, TaK KaK IIPH OTPHUIIA-
TesbHOM aHaym3e Ha IgG-anTurena K ranrmo3uny GQlb
HEeoOXOAMMO HaJM4YKe y MaleHTa BCeX 3 KIIMHUIEeCKIX
MIPU3HAKOB, THMUIHBIX 111 COB: mBycTOpOHHEH HAPYKHOM
o(dTaIBMOIUIETUN, aTAKCUY Y CHIDKCHUSI YPOBHST 00IPCT-
BoBaHUd [7]. OgHako omMCaHHBIE B MpeaCcTaBICHHOM
HaOTI0IeHNY KITMHNIEeCKIE TTPU3HAKY ITIOPaXKeHUs CTBOJIA
(TOILITHOTA, TOJIOBOKPYXEHUE, COHIMBOCTD) HE YIOBJICTBO-
PSIIOT KJIAaCCUYIECKUM TipeacTaBieHusIM o COb 1 B 601b-
el CTETeH! XapaKTepHBI IUIST PACCTPOMCTB M3 CIIEKTpa
ornrrukomuenura [8, 9].

B onrcanHoM HabI0AeHMY TaKKe 00paIlialoT Ha ce0st
BHUMaHHE aHEMUSI, YBEJTMICHIE CKOPOCTH OCEIAHMS DPH-
TPOIIUTOB M KOHILeHTpaluy C-peaKTUBHOTO OelKa, 4TO
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JIaeT OCHOBaHUS JJIs1 UCKJIIOYEHUSI CUCTEMHBIX ayTOMM-
MYHHBIX 3a00JieBaHUIi, HEPEIKO COYETAIOIIMXCSl C pac-
CTpOMCTBAMU M3 crieKTpa onTukomuenuta [10].

TakuMm o6pa3oM, y nallMeHTKA ObLIM BCE OCHOBAHMSI
o0cyxaath 0oJjiee OYEBUIHOE MATOJOTMYECKOE COCTOSI-
HY€ — ONITUKOMUEIUT-ACCOLIMMPOBAHHOE PACCTPONCTBO,
BO BTOPYIO OUEPENb — CUCTEMHbIE 3a00J1€BaHUSI C TTOpaXe-
HUEM LEHTpaJbHON HEPBHOI cUcCTeMbl. VI TOJIBKO Mpu
HUCKIIOUCHUH TaKOBBIX paccMaTpuBaTh overlap syndrome.

OrpeneneHHbBIE BOIIPOCHI BBI3BEIBAIOT TAKXKE OCTPOE
pPa3BUTHE MBILLIEYHON C1a00CTU y OOJbHON U MHTEPIIPE-
Talus ee Kak OCTPOil MOTOPHO¥ MOJMHENPONaTUM (aKCO-
HasbHOM (popMbl cuHapoMa [ititena—bappe). Bo-TrepBhIx,
HaJM4yue HapyleHU 4YyBCTBUTEIbHOCTH IO MOJMHEBPU-
TUYECKOMY TUITY B HUXKHUX KOHEUHOCTSIX, HEMponaTuye-
CKOro 00JIeBOr0 CUHAPOMA CTaBUT O], COMHEHUE MOJHOE
OTCYTCTBHME HapyIIeHUN (DYHKIIMUA CEHCOPHBIX HEPBOB.
IIpu coxpaHHBIX S-OTBeTax B MaHHOM cJiydae, Ha HaIll
B3IJIsII, CJIEIYET pacCMaTprBaTh BO3MOXHOCTb MOPaKEHUS
y MalMEHTKU TOHKUX HEMUETMHU3UPOBAHHBIX BOJOKOH.
K coxaneHuio, B cTaTblo HE ObLT BKJIIOYEH IPOTOKOJ
3JIEKTPOHEHPOMUOTpaUIECKOT0 UCCIEI0BAHUS: Ha HAII
B3MJISIA, TS TAKMX KIMHUYECKUX CJIydaeB MpeacTaBlIeHUe
MEPBUYHBIX JAHHBIX N100aBJsSIET MHTEpPECA U TO3BOJISIET
YUTATEJIIO CAMOCTOSITE/IbHO CAEAaTh BBIBO/IbI, COITIOCTABUB
WX C MHEHMEM aBTOPOB. YIMBUTEIbHBIM SIBJISIETCS YIIOMU-
HaHUE O TTOJTHOM BbI3IOPOBJIEHUM MALIMEHTKM OT MPEINo-
JlaraeMoi OCTpPOi MOTOPHOM aKCOHAJIbHOM HEUpOIIaThu,
MOCKOJIbKY, KaK ITOKa3bIBAa€T OMBLIT padoThl HayyHoro
LIEHTpa HEBPOJIOTUH, B TTOAABJISIIOIIEM OOJIBIINHCTBE CITy-
YyaeB y TaKMX MalMEHTOB OTMEYAIOTCSl OCTaTOYHbIE KJIW-
HUYeCcKue MPpU3HAKU, peTUCTPUPYEMbIe KaK MTPU KIMHU-
YeCKOM, TaK U TIpU HEeNMPOGHU3NOJIOTMIECKOM OCMOTpE
[11—14]. B cBs131 ¢ 3TUM OBUTO OBI TOJIE3HBIM TTPEACTABUTD
PE3YIBTATHI 3JIEKTPOHEPOMHUOTPahMIEeCKOTO UCCIIeAOBA-
HUS B IMHAMMKE.

JlefiCcTBUTENbHO, B IMTEPATYpEe UMEETCS OTpaHUYEH-
HOE YMCJIO MyOJMKALIMA, MOCBSIILIEHHBIX COYETAHUIO O~
MEPEYHOro MUEIUTA C OCTPOM MoJiIMHeporarueii. B ymo-
MSIHYTBIX aBTOpaMH CTaTbSIX B MEPBOM Cllyyae OMUCAHO
couetanne cuHApoma IuiteHa—bappe (popma ocrtpoit
BOCIJIMTEILHON eMUEIUHU3UPYIOLIEH TOoJUHeporna-
THUH) C TIOTIEPEYHBIM MUEJIMTOM Ha (poHE 00JIe3HM KOIIIaub-
WX LIapanyvH ¢ perpeccoM CUMITTOMAaTUKKU U 0YaroB MOBpe-
KIEHMS MO TaHHBIM MAarHUTHO-PE30HAHCHOM ToMorpadun
MocJjie BHYTPMBEHHOTO UMMYHOTJIO0YJIMHA U BHYTPUBEH-
HOro MeTuJnpeaHu3onoHa [15]. Bropas craTbst mocBsiie-

Ha OMMCAHMIO Cayvyasi COYETAHHUS MOIMEePEYHOro MUEIUTA
C akcoHaJIbHOM (popMoii cuHapoma [uitena—bappe —
OCTPO MOTOPHO-CEHCOPHOM aKCOHAILHOM HEUpPOIaTUeEn —
OJHAKO y MaliMeHTa OTMEYEH JIUIIb YaCTUUHBINA perpecc
CHMIITOMATHKH, HECMOTPSI Ha Kypc Tuta3madepesa, ImyiIbe-
Tepanuio METWINPEAHU3O0JOHOM U Kypc LuKIodochamMu-
1a [16]. OmHako cTOUT 00paTUTh BHUMAHKE, YTO HU B OJI-
HOW, HU B ApYroil nmybJMKaluyd y MalMEHTOB HE ObUIM
WCCJIeI0OBaHbI aHTUTE 1A K aKBAITOPUHY 4 11 aHTUTEIa, ac-
COLIMUPOBAHHBIE C CUCTEMHBIMM BacKYyJUTaMU, XOTS
OCHOBaHMS 1151 3TOTO OBbLIU.

CTOUT OTMETUTD, YTO IIPU PACCTPOMCTBAX U3 CIIEKTPa
OINTUKOMUENIWTA B JIUTEPATYPE 00CYKIAETCS BO3MOXHOCTD
TopaxkeHus reprudeprnIecKuX HepBOB, MATOTEHE3 pa3BU-
TUSI KOTOPOTO CBSI3aH C KOMIUIEMEHT-OMOCPEI0BAaHHbBIM
MopakeHrneM HepBa aHTUTEeIaMU K aKBaIropuHy 4 (B CiIy-
Yae aKBarlOpMH-CEPOITO3UTUBHOTO ONTUKOMUEITATA) WITH
AHTUTEJIAMUA K MUEJIMH-OJUTOACHAPOLUTAPHOMY TJIMKO-
nporenHy (MOG) (B cirydae cepoOHETaTUBHOTO OIITHUKO-
muenuTa [10]). B ¢BgI3M ¢ 3TMM codyeTaHue MPU3HAKOB
MOpaXXeHUsI LEHTPaJbHON 1 Mepudepuyeckoil HEpBHbBIX
CUCTEM B OIKMCAaHHOM KJIMHWYECKOM CJlyyae, Ha Hall
B3IJISI, HE TIPOTMBOPEYUT KOHUEIIMU ONITUKOMUETUT-aC-
COLIMMPOBAHHBIX PACCTPOMCTB, 1aKe B OTCYTCTBUE OUEBU/I-
HBIX JAHHBIX O HAUTMYMU TTOPAXKEHUS 3pUTEbHOTO HEPBA.

3akniouenue

ITo coBOKyImTHOCTHY TIpeICTaBJICHHBIX TAHHBIX ayTOMM -
MyHHasI IIPUPOJIA MATOJIOTUIECKOTO COCTOSTHUS TAITeHTKH,
ormicanHoit A.®@. MypTa3uHoIi 1 coaBT. [1], He BEI3BIBAET
COMHEHMIA, OHAKO, 110 HAllleMY MHEHMIO, YCTAHOBJIEHUE
HO30JIOTUIECKOM TTPUHAIJICKHOCTH KpaifHe HEOOXOIUMO.
ITocTaHOBKa IMPaBUILHOTO AUArHO3a B KOHKPETHOM CIIy-
yae MMeeT OOJTBIIToE 3HAYCHME, TaK KaK OyIeT OIpeneIsiTh
NaJlbHEUIYI0 TaKTUKY BeAeHUs naiueHTkd. Hanpumep,
MIpY pacCTPOMCTBAX M3 CIIEKTpa ONTHUKOMUEINTA OymeT
HEOOXOIMMO TIPOBEICHNE INTESIBHON MMMYHOCYIIPEC-
CHBHOM Tepanuu (a3aTUONPHH WIA PUTYKCUMAO) VTS TIpe-
IOTBPAIEHUST TTOBTOPHBIX, YAaCTO WHBAIMIN3UPYIOLIAX
obocTpeHuit 3a001eBaHUSI.

[Tpu ucKITIOUeHNN TIEPEUNCIICHHBIX BBIIIIC 3a00JIeBa-
HUN KpaiiHe HeoOXOAMMO IMPOMOJLKUTh TMHAMUIECKOE
HaOJIIOIEHNE 32 COCTOSTHMEM ITaIlMEHTKN B TEUCHUE He-
CKOJIBKHX JIET, IIOCKOJIBKY 00JIee UeM B ITOJIOBUHE CITy4aeB
W3HAYaTbHO JUATHOCTUPOBAHHOTO MANOIATUIECKOTO MU~
eJITa B TeUYCHME ITOCTAeAYIOMNX 2 JIET YCTaHABIUBACTCS
albTepHATUBHBIN auarHos [17].
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HepBHo-Mblweynbie BONTE3HU

Ilucvmo 6 pedakyuio

OmBem Ha nUcbMO B pefakyuIo

Mpbl GiarogapHbl aBTOpaM MMCbMa 32 MHTEPEC K Ha-
1ieii paboTe, OCHOBHOM 1IeJIbI0 KOTOPOI OBLIO MpeacTa-
BUTb CJIOXKHOE KJIMHUWYECKOe HabmoaeHe. Hu y koro He
BbI3bIBAET COMHEHUI 1 BO3paK€HUI HEOOXOAUMOCTD 10-
MOJIHUTEJIbHBIX UCCIIEAOBAHUIA MTPY U30JIMPOBAHHOM I10-
MEPEeYHOM MMUEIUTE, a UMEHHO OINpele/ieHUue aHTUTEN
K aKBaIIOPUHY 4 1 MapKePOB CUCTEMHBIX OOJIC3HEI.

B obcyxmaemMoM ciiydyae 0OTMEYaI0Ch OCTPOE PA3BUTUE
MOPaXKeHUsI HEPBHOM CUCTEMbI Ha HECKOJBbKMX YPOBHSIX
3a KOPOTKUIA TIPOMEXYTOK BpEMEHU MTPU OTCYTCTBUM KJIW-
HUYECKMX MPU3HAKOB CUCTEMHOTO ayTOUMMYHHOTO 32060~
JIeBaHUS, YTO MO3BOJISIET OTPAHUYUTh AUarHOCTAYECKUIA
MOMCK.

MHOroypoBHEBOE MTOPAXKEHUE HEPBHOM CUCTEMBI ObLIO
JI0Ka3aHO HAJITUUMEM MUEJINUTA 10 AAHHBIM MAarHUTHO-PE-
30HAHCHOW TOMOTpaduy, IPU3HAKAMHN BOBJICUCHHUS TIC-
prudeprIecKUX HEPBOB II0 pe3yskraTaM Heipohu3no-
JIOTUYECKOTO 00CiIenoBaHUS (CHIDKCHHWE AMILIMTYIbI
M-0TBETOB MBILILL CTOMbI, PETUCTPALIMSI CIIOHTAHHOM aK-
TUBHOCTHU B MBIIILIAX TTPU BJEKTPOMUOTPAPUIECKOM UC-
ciaenoBanum (DMI)). [TonygerHble nanHble DMI HEBO3-
MOXHO OOBSICHUTb OYaroBbIM MOpaK€HWeM CIMHHOTO
MO3Tra Ha LIEMHOM Y TPYAHOM YPOBHSIX, YTO OHO3HAUYHO
YKa3bIBa€T HA HAJIMUME COMYTCTBYIOIIEH MOTOPHOM aKkco-
HAJIbHOM MMOJTMHENPONAaTHH.

B craThe 4eTKO yKazaHo, YTO y MallMEHTKU ObLIO
«CHUXKEHNE TTOBEPXHOCTHOM U ITyOOKOM YyBCTBUTEJIBHO-
CTH B HOTaX M TyJIOBHUIIE A0 ypoBHS ThX», 9T0 TOBOPUT
O TIPOBOJHWKOBOM THUIIE€ HAPYILIEHUSI YYBCTBUTEIbHOCTU
IIPY OTCYTCTBUU BOBJICUCHUSI TIeprePUIESCKIX CEHCOPHBIX
BOJIOKOH — MOTEHLIMAJ AEHCTBYS HEPBA B MOJOOHBIX CJTy-
yasix Bceraa 0yieT HOpMaJibHbIM, UTO U JOKAa3aHO B AaH-
HOM cJIyYae.

Bhb13bIBaeT HemOyMeHre, KaKiM 00pa3oM «COXPaHHOCTh
S-0TBeTOB», IO MHEHHIO aBTOPOB IHChMa, IIO3BOJISIET pac-
CMaTpUBaTb BOBMOXHOCTb MOPAXXEHUSI TOHKUX HEMUE-
HU3UPOBAHHBIX BOJIOKOH U OBbITh IPUYMHON HeWponaTh-
yecKoi 60J.

HopMasibHble TIOTEHLMANbl JEUCTBUSI HEPBOB IMpPU
OMI -ucciaemoBaHNN CEHCOPHBIX BOJIOKOH HOT TIPH KaJlo-
0ax Ha HapylleHWEe YYBCTBUTEJIbLHOCTU MOATBEPXKIAIOT
COXPaHHOCTb CEHCOPHBIX MUEJTMHU3UPOBAHHBIX BOJOKOH,
YTO COOTBETCTBOBAJIO KIMHUYECKOU KapTUHE.

OCHOBBIBasICh TOJIBKO Ha COOCTBEHHOM OITBITE, aBTO-
PBI MMCHhMa BBIPAXAIOT «yIUBJICHNE OTHOCUTEIBHO ITOJI-
HOTO BBI3AOPOBJEHUSI MALMEHTKU C TpearnojaraeMoi
OCTPOM MOTOPHOI aKCOHAJIbHOUM HEMPOMATUE», IIPU TOM
YTO B 3apyOexXHOI JIMTepaType OINMMCAHO AOCTATOYHOE
YHCJIO CJTydaeB ITOJTHOTO BOCcCTaHOBIeHUS [1—3].

Yucio onvcaHuii HaGIOAEHNUI NEPEKPECTHBIX CUH-
npomoB Iiitena—bappe (CI'B) ¢ rtorepeyHBIM MUEITMTOM
B MUPOBOW JIMTEPATYPE HE SABJISIETCS Ka3yUCTUKOM, KpOMeE
TOTO WHGOPMHPOBAHHOCTL M HACTOPOXEHHOCTh

3apyOEXHBIX CITEIUATNCTOB OTHOCUTEBHO MX CYIIIECTBO-
BaHWSI TIO3BOJIMJIN OTIMCATh KOMOMHaImio He To1bko CI'b
¢ mortepeIHbIM MueauToM, Ho 1 CI'b, monepedHbIM Mue-
JIMTOM U MUO3UTOM [4].

B ccrutkax Ha MCITOIB30BAaHHYIO JIMTEPATYPY MBI OC-
TaBJIsIeM 3a COOOI TTpaBO BEIOMPATh T€ CTATbU, KOTOPHIC
cunTtaeM MHOOPMATUBHBIMU B CBETE IIPEICTABICHHOTO
n3IoXeHus. HeT HUKaKOM CMBICIOBOM Harpy3KH B TOM,
yTo B mutupyeMoii ctatbe K.B. Carman u coaBT. [5] B 3a-
TOJIOBKE YKa3aHO Ha KOMOMHALIMIO MOMEPEYHOTO MUETATA
u CI'b, accortmmpoBanHoro ¢ Bartonella henselae (mHbeK-
IMOHHBIN BO3OYIUTEh OOJIE3HN KOIIAYbel 11apartiHbl).
IMocnemnee OOCTOSITEIBCTBO, 2 MMEHHO BO3MOXKHOCTH
accouuanuu CI'b ¢ Bartonella henselae, mib pacimpsieT
CITEKTP BO3MOXHBIX MHULIMMPYIOIINX arTeHTOB, KaK 3TO 13-
BectHo w1t Campylobacter Jejuni, Mycoplasma pneumoniae v ip.

3aMeyaHue, 4YTO B LIMTHUPYEMBIX pabOTax TakKe He
OIIpeAC/ISUTN TUTP aHTUTENT K aKBallopuHy 4 W aHTHTE],
aCCOIMMPOBAHHBIX C CHCTEMHBIMU BaCKYJIMTaMU, MBI
BBIHYKIIEHBI OCTaBUTh 0€3 OTBETa, TaK KaK OHO JOJIKHO
ObITb aIpecOBaHO aBTOpPaM YIOMSHYTBIX crareit [5, 6],
HO TIpY 3TOM 00paIlliaeM BHUMaHWE Ha TO, 9YTO OTCYTCTBHE
aHaJIn3a He BRI3BIBACT COMHEHMS B IMATHO3¢ B CBSI3U C TH-
MMUYHOCTHIO KIIMHUIECKOM KapTUHBI.

IIpencraBnennsie B pabote F. Graus u coasr. [7] kpu-
TEepUU TNATHOCTUKHU CTBOJIOBOTO 3HIIe(anmTa brkepcrad-
¢a (COB) mporuBopeyaT KpUTEpUsIM, pa3paOOTaHHBIM
B 2014 1. paboueit rpymnmoii no kinaccudukanum CI'b [8].
ITpu aTroM E Graus 11 cOaBT. He OTPUIIAIOT IPEIOKECHHYIO
KJaccuduKkamuio, coraacHo Kotopoit COBb MoxeT nmposiB-
JISITBCS JIMIIb OCTPOU aTaAKCUYECKOW TUTIEPCOMHOJICHLIUEN.
D10 He TTo3BoIseT oTpuliaTh COB B CTpyKTYpe nepekpecT-
HOTO CMHIpPOMaA B MPEICTaBIEHHOM HaOIOICHNMN.

ABTOpHI TIMCHMAa CTaBAT BOIIPOC O HEOOXOTMMOCTHU
nudGepeHIIMAaTBHOTO JUarH03a He ¢ KIIACCUISCKIM OIl-
TUKOMUEJIUTOM, a C TaK Ha3bIBACMBIM OITTMKOMUEIINT-
accoMupoBaHHBIM paccTpoiictBoM (OM-AP) mpu ot-
CYTCTBUHU TIPM3HAKOB TOPaXKEHUS 3pUTEIBHOTO HEpBa,
HaJTMI1H Oy I50apHBIX HAPYIICHWI 1 TUTIEPCOMHOJICHITUM.
OmHako AMarHOCTHPOBAHHAsl aKCOHAJbHAsT MOTOpPHAs
TMOJTMHEHPOTIATHSI SIBISIETCS] OMHUM M3 OCHOBHEIX T de-
pPEHIIMATLHO-TNATHOCTUIECKIX KPUTEPHEB B MPEICTaB-
JIeHHOM HaOmoaeHUH. [oBOpst 0 BOBMOXKXHOCTY COYCTAHNS
MMOpaxkeHUsT MEHTPAIBHON U TIeprdepruIeCcKO HEPBHBIX
cucteM rmpu OM-AP, aBTOpBI TTHCHbMa CCHUTIAIOTCS Ha pa-
6oty J. Han u coaBr. [9]. OmHako BHUMATEIbHOE IIPOYTE-
HUE YKa3aHHOM CTaThU He TTO3BOJISICT OOHAPYKUTH B TEK-
CTe CBelleHNI, Ha KOTophIe caesiaH ymop: J. Han u coaBrT.
paccMaTpuUBalOT TOpaXeHue IeprubepudecKNX HEPBOB
KaK OIWH M3 BO3MOXHBIX MEXaHM3MOB 3y1a. B oredect-
BEHHOI 1 3apy0eskKHOM TUTEepaType Mbl He CMOTJIA HAATH
KIMHIYECKUX IIPUMEPOB IOJTMHEPOITATUN TBUTATEIIBHBIX
HepBoB ipu OM-AP.
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Takum ob6pasom, mmarHo3 CI'b B mpencrTaBieHHOM
HaOJIIOIEHUH SIBJSIETCS] 0OOCHOBAHHbBIM, UTO MOATBEPXKIa-
€TCs TMOJIOXUTETbHBIM OTBETOM Ha IMAaTOT€HETUYECKYIO
Tepanuvio BHyTpPUBEHHbIM UMMYHOIJI00y1MHOM. Paccmar-
pYIBaeMEIi CiIy4yaii OXBaTBIBACT IIEPHO HAOTIOMEHMS 9 Mec.

HecMoTpst Ha TO YTO MaHHBIE MO KaTaMHE3y Ha J€Hb
HAIIIETO OTBETa COCTABIISIOT 2,5 rofa, Mbl HE BKITIOYaeM
WX B apTYMEHTHI TIPU OOCYKAEHUM, HO UH(MOPMUPYEeM BCeX
WHTEPECYIOIIUXCS O TOM, YTO CETOAHS MalMEeHTKa He

TIPEOBABIISCT 2Kaj00 1 1o JaHHBIM JOIOJHUTEIbHBIX 00-
CJIENOBAaHUIA HE UMEET I/ISMCHCHI/Ifl, XapaKTEPHBIX IJIA OI1-
TUKOMUEIINTA.

Konnexmue aemopos cmamou «Cmeoa060il snyearum
bukepcmapgha, ocmpoiii nonepeurulii mueaum u ocmpas
MOMOPHAsL AKCOHANbHASL HEUPONAMUSL: CAONCHOCIU
JuaeHoCmMuUKU U AeHeHUs NAYUEeHMO8 C NepeKpecmHbIMU
cundpomamu. Kaunuyeckoe Habarooenue»
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YBaxkaemble ynTaTesu!

B crathe A.®D. MypTra3uHoii u coaBT. «CTBoIOBOM aHIIedanuT brkepcradda, ocTphlii MONMepeYHbIi MUEIUT U OCTPasi MOTOPHAsi aKCOHATbHAST
HEMpOMNaTHsI: CJIOXHOCTH TUATHOCTUKHU U JIeUEHHsI MALIMEHTOB C MEPeKPECTHBIMU cuHApoMaMu. KimHyeckoe HabmoieHe», OrmyoIMKOBaHHOW B
xypHaiie «HepBHo-MbitieuHbIe Gone3nn» Ne 3 (2017) Ha c. 59 BMecto: «Ha 43-u cyTku Gosie3HM HauaTa Teparnusi pPeKOMOMHAHTHBIM MMMYHOIJIO-
OYJIMHOM B J103€ 2 I/KI MacChl TeJla B CYTKM BHYTPUMBEHHO KareJIbHO B TeUeHUe 5 qHei» cienyet untath: «Ha 43-u cyTku 60Jie3HU HauaTa Tepanus
PEKOMOMHAHTHBIM MIMMYHOIJIOOYJIMHOM B 1103¢ 2 I'/KTI MacChl TeJla Ha Kypc BHYTPUBEHHO KareJlbHO B TeUeHHE 5 THEi».

ABTODBI IPUHOCSIT U3BUHEHUS 32 IOMYILEHHYIO OeYaTKy.
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HepBHo-Mblweynbie BONTE3HU

Hudopmayus

[p1 HanpaBneHUN CTaTbi B pefaKLMIo XKypHana «HepBHO-MbiLueuUHble 6one3Hm»
aBTOPaM HeobX0ZUMO PYKOBOACTBOBATBCA CIEyIOLLMMIA PAaBUAAMI.
1. 06wwme npaBuna
(ratba B 06A3aTeNbHOM NopAZKe AOMKHA CONPOBOXAATLCA 0dULMANBHBIM pa3-
peLueHuem Ha ny6amKaLuio, 3aBepeHHbIM NeyaTblo yupexxjeHus, B KOTOPOM paboTaeT
nepBblii B cvcke aBTop. Mpu NePBUYHOM HanpaBAeHUM PYKOMUCY B pefaKLMIo B KOMM
3NIEKTPOHHOTO MNCbMa JOMKHBI ObITh YKa3aHbl BCe aBTOPbI AaHHOIA cTaTbu. 06paTHyto
(BA3b C pefakumeii BymeT MoAAepXMBaTb OTBETCTBEHHDbI aBTOP, 0603HAUeHHbIN
B CTaTbe (CM. NYHKT 2).
MpeacTaBneHme B pesakLmio paHee ony6nKoBaHHbIX CTaTeli He JONYCKaeTCA.
2. 0¢opmneHue faHHBIX 0 CTaTbe N aBTOPaX
MepBas CTpaHILA JI0NIKHA COEPXKaTb:
— Ha3BaHMe (TaTby,
— MHULManbl 1 GamMuUIMN BCex aBTOPOB,
— yueHble CTeneHi, 3BaHMA, JOMKHOCTI, MECTo paboTbl KaxA0ro 13 aBTOPOB,
a Takxe ux ORCID (npy Hanuumw),
—MOMHOE Ha3BaHMe yupeXxaeHusa (yupexaeHuit), B KOTopom (KOTopbiX) Bbl-
nofHeHa pabota,
— afpec yupexzaeHna (yupexaeHuit) C ykasaHuem MHAeKca.
MocnegHAA CTpaHULA JOMKHA COAEPXaTb:
« (BefieHuA 06 aBTope, OTBETCTBEHHOM 3a (BA3b C pefaKLyeil:
— Gamunus, MM, OTYECTBO NOSHOCTbIO,
— 3aHMMaeMas JI0KHOCTb,
— yueHas cTeneHb, yueHoe 3BaHue,
—nepcoHanbHblit MexayHapoaHblii uaexTudukatop ORCID (moppobHee:
http://orcid.org/),
—nepcoHanbHblil upentudukatop B PUHLL (moppobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTKTHbIi TenedoH,
— pabounii anpec ¢ ykazaHuem UHAeKca,
— afpec 3NeKTPOHHON NouTbl.
« (KaH noanuceil BCex aBTOPOB CTaTb.
3. 0dpopmneHue TeKcTa
(Cratbu npuHumatotca B dopmarax doc, docx, rtf.
Lpugt — Times New Roman, kernb 14, MeXcTpouHblit uHTepean 1,5. Bce cpatu-
Libl ZOMKHbI ObITb NPOHYMePOBaHbI. TEKCT CTaTbIt HAYMHAETCA CO BTOPOIA CTPAHNLbI.
4. 06nem cTateit (6e3 yueTa UNNIOCTPALMI M CUCKA TUTEPaTYpbI)
OpurnHanbHas cTaTha — He 6onee 12 cTpanuy (6OnbLuKil 06bem fonyckaeTca
B UHANBUAYANbHOM NMOPAAKE, N0 PELUEHNIO pefaKLm).
OnucaHne KNUHUYECKUX CNyYaeB — He Gonee 8 cTpaHuL.
0630p nuTepatypbl — He Honee 20 cTpaHuL,
Kpatkue coobiieHns u nucbma B pegakuuio — 3 CTpaHuLibl.
5. Pe3iome
Ko Bcem Bupam cTateil Ha 0TAENbHON CTPaHULE JOMKHO ObITb NPUNOXKEHO pe3to-
Me Ha PycCKOM 1 aHIMIMIACKOM (MO BO3MOXKHOCTM) A3bIKax. Pe3tome fOMKHO KpaTko no-
BTOPATb CTPYKTYPY CTaTbM, HE3AaBUCUMO OT ee TeMaTuKu.
06bem pestome — He bonee 2500 3HaKoB, BKNoYas npobenbl. Peiome He JOMKHO
COePaTb CCHINKM Ha UCTOYHUKI NIUTEPATYPbI M UINKCTPATUBHBIiA MaTepuan.
Ha 370l e cTpaHuLie NOMeLLAoTCA KNKoueBble C10BA HA PYCCKOM 11 QHTNIACKOM
(no BO3MOXHOCTH) A3bIKax B KonuuecTse ot 3 7o 10.
6. CTpyKTypa cTareil
OpuruHanbHas CTaTbA JOMKHA COBEPXaTb CrieayHLLMe pasaenbl:
— BBE/IEHME,
—Lenb,
— MaTepuanbl ¥ MeToApl,
— pe3ynbratbl,
— 0bcyxpeHe,
—3aKntoueHue (BbIBOAbI),
— BKNaZ BCex aBTopoB B paboty,
— KOHAMKT MHTEPeCoB ANA BCeX aBTOPOB (B Cyyae ero 0TCyTCTBIA HE0bX0-
ANMO YKa3aTb: «ABTOPbI 3ABNAIOT 00 OTCYTCTBUM KOHPANKTA UHTEPECOBY),
— NHHOPMUPOBAHHOE COrNacKe NaLIMEHTOB (ANA CTaTeil C aBTOPCKUMM UCCe-
JAOBAHUAMM ¥ ONUCAHUAMI KNMHINYECKNX CTTyYaeB),

—Np¥ HaMyuM GUHAHCMPOBAHNA UCCNELOBAHUA — YKa3aTb €ro UCTOYHMK
(rpaHTnT.4.),
— bnarofapHoOCTI (pasgen He ABNAETCA 06A3aTeNbHbIM).

7. UnntocTpaTnBHbI MaTepuan

VnntocTpaTuBHbI MaTepuan AomKeH 6biTb NPeACTaBIEH B BUAE OTAENbHbIX Gail-
0B 11 He GurypupoBaTb B TeKcTe CTaTby. [laHHble TabnuL He AOMKHbI NOBTOPATL AaH-
Hble PUCYHKOB 1 TeKCTa 1 Ha060pOT.

Ootorpadum npeacrasnaiorca B dopmartax TIFF, JPG, CMYK ¢ paspeiwenuem
He MeHee 300 dpi (Touek Ha Aoiim).

PucyHku, rpadmkm, cxembl, Anarpammbl JOMKHbI ObiTb pefakTupyembiMu,
BbInonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pucyHKn omxHbl 6bITb NPOHYMepOBaHbI 1 CHABXeHbl NOAPUCYHOUHBIMM
nognucamu. OparmeHTbl pUcyHKa 0603HaualoTCA CTPOYHbBIMU ByKBaMIU pyccKoro anda-
BUTA — «a», «O6» N T. . Bce cokpaluenus, 06o3HaueHus B BUZE KpUBbIX, OYKB, L1dp
W T. fi., UCNONb30BAHHbIE Ha PUCYHKE, BOMKHbI ObITb paciundpoBaHbl B NOAPUCYHOUHON
noanucu. Moanucu K pucyHKam JalTCA Ha OTAEABHOM NINCTe NOCAe TeKCTa CTaTbi B 04-
HOM C Heil daiine.

Tabnuubl JoMmKHbI ObITb HArNAZHBIMI, UMETb Ha3BaHWe 11 NOPAAKOBbIA HOMEp.
3aronoBky rpad L0MKHbI COOTBETCTBOBATD WX COZePaHUK0. Bce cokpalLeHuna paclumd-
POBbIBAOTCA B NPUMEYaHIM K Tabnuue.

8. EQuHNLbI n3MepeHna 1 COKpaLeHus

EnuHuubl n3mepenua fattca B MexayHapogHoii cucteme ety (CH).

CokpatLeHua cnoB He fonyckatTca, kpome obienpuHATbIX. Bee abbpesuatypbl
B TEKCTe CTaTby JOMKHbI BbITb MONHOCTbIO paciuMdpoBaHbl NPU NEPBOM YNOMUHAHUN
(Hanpumep, HepBHO-MbILeyHble Gonestn (HMB)).

9. Cnucok nuTepartypbl

Ha cnepytoweii nocne TekcTa CTpaHuLe CTaTbiu JOMKEH pacnonaratbea Cnucok
LUTUpYeMOil IuTepaTypbl.

Bce UCTOYHMKM BOMKHDBI 6bITb NPOHYMePOBaHbI, HyMepaLya 0CyLecTBAAETCA
CTPOT0 N0 NOPAAKY LMTMPOBAHMA B TeKCTe CTaTby, He B andaBuTHOM nopagke. Bce
CCHINIKI HA UCTOYHNKM IUTEPATYpPbI B TEKCTe CTaTbi 0603HaualoTCA apabckumu Lnd-
pamu B KBappaTHbIX ckobkax HauuHas ¢ 1 (Hanpumep, [5]). Konnyectso untmpye-
MbIX paboT: B OpUTMHANbHBIX CTaTbAX — He Gonee 20-25, B 0630pax nuTepaTypbl —
He 6onee 60.

CCbINKM JOMKHbI 1aBaTbCA HAa NEPBOMCTOYHMKMN, LMTUPOBAHIUE OHOTO aBTopa
1o paboTe Apyroro HeoMyCTUMO.

BKntoueHne B Cnucok nuTepaTypbl Te31COB BOIMOMHO UCKNHOUMTENbHO NPY CCbi-
Ke Ha MHOCTPaHHble (aHTNOA3bIYHbIE) UCTOYHMKI.

(CcbinKku Ha pnccepTaumui v apTopedeparbl, Heony6UKoBaHHbIe paboTbl, a Tak-
e Ha AaHHble, NONyYeHHble 13 HeOGULMANbHBIX MHTEPHET-UCTOUHUKOB, He Aony-
cKatoTcA.

[InA Kax[oro UCTOYHMKA HEOOX0AMMO yKa3aTb: Gamunii U MHULMANbI aBTOPOB
(ecnu aBTOpOB bGonee 4, yka3blBaloTcA nepBble 3 aBTOPa, 3aTeM CTaBUTCA «M Ap.» B pyC-
CKOM 1K et al.” B aHIMIACKOM B TeKcTe). ABTOPbI LIMTUPYEMbIX UCTOUHUKOB AOMKHDI
6bITb yKa3aHbl B TOM Xe NOpAAKe, UTo 1 B NEPBOMCTOYHIKE.

[Tpu ccbinKe Ha CTaTbM U3 XKYPHANOB NOC/e aBTOPOB yKa3blBaKOT Ha3BaHMe CTa-
Tbl, Ha3BaHMe XypHana, rofi, Tom, Homep Bbinycka, cTpaHuLibl, PMID v DOI cratbi (npu
Hanuuum). Mpu ccolnke Ha MOHOTpadum YKa3biBAKOT Takxke MONHOE Ha3BaHUe KHUMY,
MECTO 3faHIA, Ha3BaHMe U3LATeNbCTBA, FOA U3LAHMA, YNCIO CTPAHML,

(1aTby, He COOTBETCTBYIOLME AAHHbIM TPE6OBAHUAM, K PaCCMOTPEHNIO
He NPUHNMAIOTCA.

06wue nonoxeHuns:

+ PaccmoTpeHme cTaTbi Ha npeameT Ny6nnKaLmi 3aHUMaeT He MeHee 8 Hefienlb.

« Bce noctynatowume ctatbi peLieH3upytoTca. PewieH3ua ABNAETCA aHOHUMHOIA.

« Pepakuua octaBnAeT 3a co60il NpaBo Ha pefakTMpoOBaHue CTaTeld, NpeacTas-
NIeHHbIX K ny6nukawmm.

« Pepakuna He npefocTaBnAeT aBTopCcKMe 3K3emMnAApbl XypHana. Homep
KYpHana MOXHO MONyuuTb Ha 06WMX OCHOBAHMAX (CM. UHdOpMaLuio
Ha caiite).

Marepuanbi gna ny6nuKkayum NpUHMMalOTCA no appecy
info@neuromuscular.ru ¢ nometkoit <0TBeTCTBEHHOMY CekpeTapio. Mybnukaumsa B HMB».

Monnas Bepcua Tpe6oBaHMII NpeACTaBNEHA Ha callTe XypHana.





