Tom 14 Ne 2 2020 ISSN 2075-5473 (PRINT)
www.annaly-nevrologii.com ISSN 2409-2533 (ONLINE)

AHHAaJBI

KJIMHUYECKOM U SKCIIEPUMEHTAIbHOMN

HEBPOJIOI A

OpuruHaJIbHBIE CTATHH

Kaununeckas neepoaoeus
TpanckpaHuaibHas NEKTPUIECKAs CTUMYJISIAS
MRZ-peaxims npu 1eMUETMHU3UPYIOLINX 3a001€BAHMAX
Onuaemuonorus 6o/1e3Hu [eHTHHITOHA B TaTapcTane
Xupypruyeckoe JeyeHue TPUreMUHAIbHOI HEBPAITHM
BBeneHye KOpTUKOCTEPOUIOB P CUHAPOME 3aMSICTHONO KaHama
Dyndamenmaavhas Heeposous
[eHBI MeMOpaHHBIX O€ITKOB IM30cOM py Oone3Hu [1apkuHCcoHa
[Taromopdonorust Mo3ra pu 6os1e3H1 Buibcona—KoHoBanosa

Hayunblii 0030p

Hesponormueckue acrekrst COVID-19
FOpuanyeckie acmeKThl JJeYeH s BHYTPUTOCIIUTATBHOTO MHCYIIBTA
CoH 1 cocymMCTbIe KOTHUTUBHBIE PACCTPOICTBA

Texunosornu
BaJII/IJIaHI/IH H_[KaJIbI OLICHKU TSIXKECTU H06H0-BHCO‘{H0ﬁ OEMCHI NN
Kiminmyeckuii pa3oop

[yrapoBas amyumypus I tuma
Penxast popma HacieicTBEHHOM JIEHKO3HLEDaTonaTuu




TJIABHBI PEJAKTOP
MupanoB M.A. — 0.m.1., npo., akad. PAH, @TEHY «Hayunwiii yenmp neeponoeuw» (Mockea, Poccus)

3AMECTUTEJIN ITTABHOT'O PEJAKTOPA
Wnnapuowikun C.H. — d.m.1., npog., wien-kopp. PAH, @TBHY «Hayunwiii yenmp neepoaoeuw» (Mockea, Poccus)
Tanatsit M.M. — d.m.n., npo., uaen-xopp. PAH, @TBHY «Hayunwiii yenmp neepoaoeuw» (Mockea, Poccus)

OTBETCTBEHHBI CEKPETAPD
Tenosckas E.B. — k.m.n., OTBHY « Hayunviii yenmp neeponoeuu» (Mockea, Poccus)

PEJAKIIMOHHAA KOJUIETUA

Anexcanapos A.B. — d.m.u., npog., Hayunvii yenmp 300poevs Yuusepcumema Tenneccu (Memeuc, CILIA)

bornanos 3.U. — d.m.x., npog., DTBEOY BO «Kazanckuii 2ocydapcmeennbiii meduyunckuii yrugepcumem» Munzopasa Poccuu (Kazans, Poccus)

Iynesckas T.C. — d.m.1., npogh., ®TBHY «Hayunviii yenmp nesposoeuuw» (Mockea, Poccus)

Iyces E.U. — d.m.1., npo., akad. PAH, @T'EOY BO PHUMY um. H. . ITupoeosa Munzdpasa Poccuu (Mockea, Poccus)

3envMaH B.JL. — npogp., unocmp. unen PAH, Yuusepcumem FOxcnoii Kaaugopruu (Jloc-Anoxcenec, CIIA)

KanpvikoB A.C. — d.m.1., npogh., @TEHY «Hayunviii yenmp nespoaoeuu» (Mockea, Poccus)

Kanaraukosa JILA. — d.m.H., npogp., OTBHY «Hayunwlii yenmp neeponoeuw» (Mockea, Poccus)

JlykbsitoB C.A. — 0.6.4., npog., akad. PAH, ®TEOY BO PHUMY um. H.U. ITupoecosa Munzdpasa Poccuu (Mockea, Poccus)

MyxuHa U.B. — 0.6.1., npog., DIEOY BO «Ilpugoasxcckuii uccredosamenvckuii meduyurckuli ynusepcumem» Munsopasa Poccuu (Huxcnuii Hoseopod, Poccus)

Onpunak M.M. — d.m.H., npogp., uren-xopp. PAH, @TEBOY BO «Boenno-meduyunckas axademus um. C.M. Kuposa» Munoboponst Poccuu (Canxm-Ilemepdype, Poccus)
Mponun U.H. — d.m.u., npo., akad. PAH, PIAY «Hayuonansnuii meduyunciuii uccaedosamenscikuii yenmp neiipoxupypeuu um. akad. H.H. Bypoenko» (Mockea, Poccus)
Peiinman P. — npogp., HUncmumym Jncoponca Xanmunemona (Mroncmep, lepmanus)

Pyxwuka 3. — npog., Kapaoe ynusepcumem 6 Ilpace (Ilpaea, Yexus)

CanmuHa A.B. — d.m.h., npog., DITBOY BO «Kpachospckuii eocyoapcmeennbiii meduyunckuii ynusepcumem um. B.D. Boiino-SHceneyioeo» Munzdpasa Poccuu (Kpacrospek, Poccus)
CenuxoBa M.B. — 0.m.1., Hayuonanwhviii 2ocnumans Heepoaoeuu u neiipoxupypeuu (Jlondow, Beauxobpumanus)

Cxkpeoutkuii B.I. — 0.6.1., npog., uren-xopp. PAH, OTBHY «Hayunviii yenmp neepoaoeuu» (Mockea, Poccus)

Cynonesa H.A. — d.m.1., npog., uaen-xopp. PAH, @TEHY «Hayunwiii yenmp neepoaoeuw» (Mockea, Poccus)

Ociirud BJI. — d.m.1., npog., Okaendckuii mexnonoeuyeckuii ynugepcumem (Okaend, Hosas 3eaanous)

SIxuo H.H. — d.m.u., npogp., akad. PAH, @T'BOY BO Ilepsviii MTMY um. U.M. Ceverosa Munzopasa Poccuu (Mockea, Poccus)

PEJAKIIMOHHBIN COBET

Benbckast TH. — d.m.1., npogh., ©TBEHY «Hayunwiit uenmp nesponoeuu» (Mockea, Poccus)

Boronenosa W.H. — d.m.1., npog., akad. PAH, ®TEHY «Hayunviii yenmp nesponoeuu» (Mockea, Poccus)

Bapaxkut Y0.4. — d.m.1., npop., OTBHY «Hayunwiii yenmp neepoaoeuu» (Mockea, Poccus)

Bunacos I1.H. — d.m.n., npogh., @TEOY BO MTMCY um. A.H. Eedokumosa Munsdpasa Poccuu (Mockea, Poccus)

Ipuropses A.U. — d.m.1., npogh., axao. PAH, @TBYH «locydapcmeennviii nayunviii yenmp Poccuiickoi @edepayuu Hnemumym meduko-6uonoeuueckux npoosem» PAH (Mocksa,
Poccus)

Wsanosa I.E. — d.m.n., npogp., ®THOY BO PHUMY um. H.H. [Tupoeosa Munszopasa Poccuu (Mockea, Poccus)

Hcemarnnos M.@. — d.u.n., npog., PIBOY BO «Kazanckuii cocydapcmeennwiii meduyunckuii yuusepcumenm» Munzdpasa Poccuu (Kazanw, Poccus)

Kapa6aub U.H. — d.m.1., npog., TV «Hncmumym eeponmonoeuu um. J.®. Yebomapesa HAMH Yipaunv» (Kues, Yipauna)

Kysznenoa C.M. — d.m.4., npogp., unen-kopp. HAMH Yipaunst, IV « Hncmumym eeponmonoeuu um. /1. D. Yebomapesa HAMH Ykp. (Kues, Yxpauna)

Jlum6opcekast C.A. — 0.60.1., npogh., DIBYH «Hncmumym monexyasproii eenemuku» PAH (Mockea, Poccus)

Jluxaues C.A. — 0.;m.H., npod., I'V «Pecnybaukanckuii HayuHo-npakmuueckuil yenmp Hegpoaoeuu u Helipoxupypeuu» Munzopasa Pecny6auxu beaapyce (Munck, beaapycy)
Jluxrepmat JI.B. — 0.m.1., npogh., DTAY «Hayuonanvuolii meduyunckui ucciedogamenvckuii yenmp Hetipoxupypeuu um. akao. H.H. Bypoenko» (Mockea, Poccus)

JIsinos K.B. — d.m.n., npogp., akao. PAH, Meouyunckuii kaacmep MEJCH (Mockea, Poccus)

Mangensa O.M. — d.yu.4., npodh., Epesanckuii eocydapcmeentviii meduyunckuii ynueepcumem um. Mxumapa lepayu (Epesan, Apmenus)

Mamn B.B. — d.m.n., npogp., ®ITEOY BO «Yavsnosckuii 2ocyoapcmeennuiii yuugepcumem» Munzopasa Poccuu (Yavsnosck, Poccus)

Hosukosa JI.b. — 0.m.1., npogh., ®TEOY BO «bawkupckuii 2ocydapcmeentviii meduyunckuii ynusepcumem» Munzopasa Poccuu (Yepa, Poccus)

TMununenko IT.U. — d.m.1., npog., PTBEOY BO «Hosocubupckuii 2ocyoapemeentviii meduyunckuii ynusepcumem» Munzopasa Poccuu (Hosocubupck, Poccus)

Mpoxkonenko C.B. — d.u.n., npogp., PTEOY BO «Kpacrospckuii eocydapcmeernbiil meduyurckui yrusepcumem um. npog. B.®. Boiino-Sceneuxoeo» Munzopasa Poccuu (Kpacrospck,
Poccus)

Ckopomett A.A. — d.m.H., npog., akad. PAH, @TEOY BO «Ilepesviii Cankm-IlemepOypeckuii 20cydapcmeennbiii meOuyunckui yrusepcumem um. akao. U.11. ITasrosa» Munzdpasa
Poccuu (Canxm-Ilemep6ype, Poccus)

Craxosckast JI.B. — d.m.u., npogp., ©T'EOY BO PHUMY um. H. 1. ITupoeosa Munzdpasa Poccuu (Mocksa, Poccus)

CronsipoB U.I. — d.m.1., npoh., DTBYH « Hcmumym mosea uenosexa um. H.II. Bexmepesoir» PAH (Cankm-Ilemep6ype, Poccus)

Oenn A U. — d.m.1., npog., DIEOY BO PHUMY um. H.H. [Tupoeosa Munsdpasa Poccuu (Mockea, Poccus)

XacnekoB JI.T. — 0.0.1., @TEHY «Hayunviii yenmp nesponoeuu» (Mockea, Poccus)

Yepnukosa JI.A. — d.m.H., npogh., PTEHY «Hayunwiii yenmp Hesponoeuu» (Mockea, Poccus)

YexouuH B.I1. — d.m.u., npogp., akad. PAH, @T'50Y BO PHUMY um. H.HU. [Tupoecosa Munzdpasa Poccuu (Mocksa, Poccus)

Imbipes B.U. — d.m.1., npog., ®T'BY JI10 «Llenmpanshas eocyoape 15 Meouyunckas axademus» Ynpasaenus denamu Ilpesudenma Poccuiickoii Pedepayuu (Mockea, Poccus)
KIIMHAYECKOU 1 SKCIEPUMEHTAITBHOM Towm 14 Ne 2 2020

HEBPOHOFI/II/I www.annaly-nevrologii.com

Annals of Clinical and Experimental Neurology
Annaly Klinicheskoy i Experimental’noy Nevrologii

YYPELMTENN: OrEHY «HAYYHBIV LIEHTP HEBPOJIOMW (GIBHY HLIH) W 3A0 «PKW COBEPO MPECC»,
© W3narenb 3A0 «PKU Cosepo npecc». MeHepanbHbiil iupexTop: B.b. TapatopkuH.
Orpen passuTis v pacnpocTpanexws: +7 (916) 691-92-65, sepcrka: A.A. Burorpanosa, penakTop: M.J. lantesa, TexHuyeckuit pepaktop: C.M. CocHosckas.
Poccus, 125130 Mockea, 4-it HoBonoaMOCKOBHbIiA nep., 4. 4. Ten.: +7 (499) 159-98-47, e-mail: soveropress@bk.ru, www.annaly-nevrologii.com, www.Soveropress.ru
W3nanwe sapervcrpuposaro 8 GeepansHoii cnyx6e no Haziopy 3a COBMIOAEHVIEM 3aKOHOLATENLCTRA
B Chepe MACCOBBIX KOMMYHYKALIWIA 1 OXpaHe KynbTypHOro Hacneaus 16 despans 2007 roga. Cennetenscrao o peructpatn MA Ne OCT7-27224.
Pewenuem npe3upuyma BAK npu MunuctepcTae Hayku 1 Boiciuero 00pasoBanus Poccuiickoit Gepepaumy XypHan BKNIoYeH B nepeyeHb NePUOAUYECKUX U3LAHMM,
pexoMeHA0BaHHbIX ANs MyOnukaumu paboT couckareneil y4eHbix cTeneHeil.
Bce npasa 3awuyLiensl. Hi 0iHa YacTb 3TORO M3MaHUs He MOXET BbiTb 3aHECEHa B NaMATb KoMTbioTepa 60 BocrpouaseaieHa io6biM criocobom 6e3 nperiBapiTeNbHOr0 MMCLMEHHOTO PaspeLLeHKs U3BaTers.
VHCTpYKUWS Zins 3BTOPOB PasmelLiena Ha caiite www.annaly-nevrologii.com.
PyKoMvCY 1 WANIOCTPALMY He BO3BDAILIAIOTCA. 3a CONIEDXaHME DEKMAaMHbIX NyONMKALIWiA OTBETCTBEHHOCTb HECET DEKaMOfATENb.
XypHan pewen3upyembiit, BEIXORMT 4 asa B rof, THPAX HEOrPaHNYeH.
XypHan BinioyeH B MexayHapoaHylo pedepatueHylo 6a3y saHHbIx Scopus, 6a3y aanHbix PUHL, cuctemy Science Index.
Moanucka B peaakuuu v Ha caiite. MoanucHble nHAeKckl B katanore «Mpecca Poccuu»: 11878 (wa rop), 29662 (Ha nonroga).
Ha 1+ cip. obmoxkn: puc. 24, C k crarse T.C. [ynesckoii v coasr. (cTp. 50).




EDITOR-IN-CHIEF
Piradov M.A. — Prof., D. Sci. (Med.), Memb. of RAS, Research Center of Neurology (Moscow, Russia)

DEPUTY EDITORS-IN-CHIEF
Illarioshkin S.N. — Prof., D. Sci. (Med.), Corr. Memb. of RAS, Research Center of Neurology (Moscow, Russia)
Tanashyan M.M. — Prof., D. Sci. (Med.), Corr. Memb. of RAS, Research Center of Neurology (Moscow, Russia)

EXECUTIVE EDITOR
Gnedovskaya E.V. — PhD (Med.), Research Center of Neurology (Moscow, Russia)

EDITORIAL BOARD

Aleksandrov A.V. — Prof., University of Tennessee Health Science Center (Memphis, USA)

Bogdanov E.I. — Prof., D. Sci. (Med.), Kazan State Medical University (Kazan, Russia)

Feigin V.L. — Prof., D. Sci. (Med.), Auckland University of Technology, School of Public Health and Psychosocial Studies (Auckland, New Zealand)
Gulevskaya T.S. — Prof., D. Sci. (Med.), Research Center of Neurology (Moscow, Russia)

Gusev Ye.l. — Prof., D. Sci. (Med.), Memb. of RAS, Pirogov Russian National Research Medical University (Moscow, Russia)

Kadykov A.S. — Prof., D. Sci. (Med.), Research Center of Neurology (Moscow, Russia)

Kalashnikova L.A. — Prof., D. Sci. (Med.), Research Center of Neurology (Moscow, Russia)

Luk'yanov S.A. — Prof., Memb. of RAS, Pirogov Russian National Research Medical University (Moscow, Russia)

Mukhina I.V. — Prof., D. Sci. (Biol.), Privolzhsky Research Medical University (Nizhniy Novgorod, Russia)

Odinak M.M. — Prof., D. Sci. (Med.), Corr. Memb. of the RAS, S.M. Kirov Military Medical Academy (Saint Petersburg, Russia)

Pronin I.N. — Prof., D. Sci. (Med.), Memb. of RAS, National Medical Research Center of Neurosurgery named after N.N. Burdenko (Moscow, Russia)
Reilmann R. — Prof., MD, George Huntington Institute, Technology Park Muenster (Muenster, Germany)

Razicka E. — Prof., MD, DSc., Charles University in Prague (Prague, Czech Republic)

Salmina A.B. — Prof., D. Sci. (Med.), Voino- Yasenetsky Krasnoyarsk State Medical University (Krasnoyarsk, Russia)

Selikhova M.V. — D. Sci. (Med.), UCL Institute of Neurology (London, UK)

Skrebitskiy V.G. — Prof., D. Sci. (Biol.), Corr. Memb. of RAS, Research Center of Neurology (Moscow, Russia)

Suponeva N.A. — D. Sci. (Med.), Prof., Corr. Memb. of RAS, Research Center of Neurology (Moscow, Russia)

Yakhno N.N. — Prof., D. Sci. (Med.), Memb. of RAS, Sechenov First Moscow State Medical University (Moscow, Russia)

Zelman V.L. — Prof., D. Sci. (Med.), For. Memb. of RAS, University of Southern California (Los Angeles, USA)

EDITORIAL COUNCIL

Belskaya G.N. — Prof., D. Sci. (Med.), Research Center of Neurology (Moscow, Russia)

Bogolepova I.N. — Prof., D. Sci. (Med.), Memb. of RAS, Research Center of Neurology (Moscow, Russia)

Chekhonin V.P. — Prof., D. Sci. (Med.), Memb. of RAS, Pirogov Russian National Research Medical University (Moscow, Russia)
Chernikova L.A. — Prof., D. Sci. (Med.), Research Center of Neurology (Moscow, Russia)

Fedin A.1. — Prof., D. Sci. (Med.), Pirogov Russian National Research Medical University (Moscow, Russia)

Grigoryev A.I. — Prof., D. Sci. (Med.), Memb. of RAS, Institute of Biomedical Problems (Moscow, Russia)

Ivanova G. Ye. — Prof., D. Sci. (Med.), Pirogov Russian National Research Medical University (Moscow, Russia)

Ismagilov M.E. — Prof., D. Sci. (Med.), Kazan State Medical University (Kazan, Russia)

Karaban' I.N. — Prof., D. Sci. (Med.), D.F. Chebotarev State Institute of Gerontology NAMS of Ukraine (Kiev, Ukraine)

Khaspekov L.G. — Prof., D. Sci. (Biol.), Research Center of Neurology (Moscow, Russia)

Kuznetsova S.M. — Prof., D. Sci. (Med.), Corr. Memb. of NAMS of Ukraine, D.F. Chebotarev State Institute of Gerontology NAMS of Ukraine (Kiev, Ukraine)
Likhachev S.A. — Prof., D. Sci. (Med.), Republican Research and Clinical Center of Neurology and Neurosurgery (Minsk, Belarus)
Likhterman L.B. — Prof., D. Sci. (Med.), National Medical Research Center of Neurosurgery named after N.N. Burdenko (Moscow, Russia)
Limborskaya S.A. — Prof., D. Sci. (Med.), Institute of Molecular Genetics (Moscow, Russia)

Lyadov K.V. — Prof., D. Sci. (Med.), Memb. of RAS, Medical Cluster MEDSI (Moscow, Russia)

Manvelyan O.M. — Prof., D. Sci. (Med.), Yerevan State Medical University after Mkhitar Heratsi (Yerevan, Armenia)

Mashin V.V. — Prof., D. Sci. (Med.), Ulyanovsk State University (Ulyanovsk, Russia)

Novikova V.V. — Prof., D. Sci. (Med.) Bashkir State Medical University (Ufa, Russia)

Pilipenko P.I. — Prof., D. Sci. (Med.), Novosibirsk State Medical University (Novosibirsk, Russia)

Prokopenko S.V. — Prof., D. Sci. (Med.), Voino- Yasenetsky Krasnoyarsk State Medical University (Krasnoyarsk, Russia)

Shmyrev V.I. — Prof., D. Sci. (Med.), Central State Medical Academy of the Department of Presidential Affairs of the Russian Federation (Moscow, Russia)
Skoromets A.A. — Prof., D. Sci. (Med.), Memb. of RAS, Paviov First Saint Petersburg State Medical University (Saint Petersburg, Russia)
Stakhovskaya L.V. — Prof., D. Sci. (Med.), Pirogov Russian National Research Medical University (Moscow, Russia)

Stolyarov I.D. — Prof., D. Sci. (Med.), Institute of Human Brain of the Russian Academy of Sciences (Saint Petersburg, Russia)

Varakin Yu.Ya. — Prof., D. Sci. (Med.), Research Center of Neurology (Moscow, Russia)

Vlasov PN. — Prof., D. Sci. (Med.), A.I. Yevdokimov Moscow State University of Medicine and Dentistry (Moscow, Russia)

AHHAaJIBI

KIIMHUYECKOW M 3KCIIEPUMEHTATIBHOM Volume 14 No. 2 2020

HEBPOHOFI/II/I www.annaly-nevrologii.com

Annals of Clinical and Experimental Neurology
Annaly Klinicheskoy i Experimental’noy Nevrologii

FOUNDERS: RESEARCH CENTER OF NEUROLOGY (RCN) AND GJSC “RKI SOVERO PRESS”.
© Publisher RKI Sovero Press. Chief Executive Officer: V.B. Taratorkin.
Department of Development and Distribution: +7 (916) 691-92-65, makeup manager: A.A. Vinogradova, editor: M.I. Lapteva, technical editor: S.M. Sosnovskaya.

4" Novopodmoskovny Pereulok, 4, Moscow, 125130, Russia. Tel.: +7 (499) 159-98-47, e-mail: soveropress@bk.ru, www.annaly-nevrologii.com, www.sovereignopress.ru
The journal is registered with the Russian Federal Surveillance Service for Compliance with the Legislation in Mass Media and Cultural Heritage (February 16, 2007).
Certificate of registration of the journal # FS77-27224.

By the decision of the Presidium of the Higher Attestation Commission under the Ministry of Science and Higher Education of the Russian Federation,
the journal is included in the list of periodicals recommended for publication of works by applicants for academic degrees.

All rights reserved. No part of the periodical may be stored in the computer’s memory or reproduced in any way without the prior written permission of the publisher.
Instructions for authors are available at www.annaly-nevrologii.com.

Manuscripts and illustrations are not returned. The advertiser is responsible for the content of advertising publications.

The journal is peer-reviewed and published 4 times a year, unlimited circulation.

The journal is included into international scientometric database Scopus, the database of RSCI, the Science Index.

Subscription is available at the editorial office and on the website. Subscription indices are available in the “Press of Russia” catalogue: 11878 (for one year), 29662 (for six months).
On the front cover: Figure 24, C from the article T.S. Gulevskaya et al. (p. 50).




AHHaJIBl KIMHUYECKOH 1 9KCIIEPUMEHTAIbHON HEBPOJIOI U
Tom 14 Ne 2 2020

B HOMepe:
OpuruHaIbHBIE CTATHH
Kaunuuecrkas Heepoaoua

TpaHCKpaHI/IaJ'[LHaH CTUMYJIALIUA TIOCTOAHHBIM TOKOM IIpH HOCTHHCYJ'H)THOIZ TreMHuaHOIICUUn
Bakyaun H.C., Jaeoda J1.10., Iloiidamesa A.I., Kpemnesa E.H., Cynonesa H.A., Ilupados M.A.
DIBHY «Hayunvui uenmp nesposoeun», Mockea, Poccus

JlnarHocTuyeckasi 3HaUMMOCTh MHTPATeKaIbHOTO CUHTE3a UMMYHOTIJIOOYJIMHOB IMPOTUB BUPYCOB KOPH,
KpacHYXU U BeTPSIHOI OCITbl B 1 HepeHINaIbHON JUarHOCTUKE JeMUETUHU3UPYIOIINUX 3a00IeBaHUI
LEHTPaJTbHOM HEPBHOM CHUCTEMBI

Mouwnuxosa A.H., Iopoauesa A.B., Jlanun C.B., Hasapos B.Jl., Kpacnos B.C., Jlosvidenxo K.C., Cyprosa E.A., Casocmoanosa B.H.

@IB0Y BO «Ilepsbuii Canxm-IlemepOypeckuii 2ocydapcmeennvtii Meduuurckui yuusepcumem um. axad. H.I1. ITaea06a», Cankm-Ilemepbype, Poccus;

OI'BY «/lemckuii nayuno-Kaunuueckuii uenmp unexuuonnsix 6oaesneii», Canxm-Ilemep6ype, Poccus

15

Kimnuko-snuaeMuoaoruueckue acnekTol 6osie3Hu [eHTuHrroHa B Pecriyonuke Tatapctan
Mpynacunosa C.9., 3aas106a 3.4.
@I'bOY BO «Kazanckuii 20cydapcmeentoiii meduunckui yrueepcumenvs, Kazanv, Poccus; Pecny6aukanckui uenmp sxcmpanupamuoroli namooeuu u 6omyauromepanuu, Kazan, Poccus

23

XUpypruyeckoe JIeYeHUe TPUTEMUHATIBHOM HEBPAJITUM, COUYETAIONIEICS C OMYXOJSIMU MOCTOMO3XXEUYKOBOTO YIja
Tpucopan I 1O., Jlpesass O.H., Macaosa H.H., Cumnukos A.P.

@IBOY JI10 «Poccuiickas meduyurcras akademus Henpepoigoeo nocaeduniomuozo oopasosanus», Mocxea, Poccus; OIAY «Hawwonaavuvui meoununckuii uccaedosamevcruii
uenmp “Jlenemo-peabusumauuonnvii yenmp”», Mocxea, Poccus; @IBOY BO «Cmonencruii 2ocydapcmeentviii meduuunciuii yuugepcumem», Cmoaenck, Poccus

29

KommnekcHas OLICHKA MPOAOJKUTCIIbHOCTU 3(1)(1)6KT3 OOHOKPATHOI'O JIOKAJIbHOTO BBCACHUA KOPTUKOCTCPOUI0B
MIpY CUHAPOME 3aIISICTHOTO KaHajia B KOMOMHAIIUY C peTYJISIpHBIM OpTE3UPOBAHMEM JIyue3arsCTHOTO CycTaBa
Kuceaes B.H., Anexcandpos H.IO., Arexceesa T.M.

@IBY «Bcepoccuiickuii uenmp sxcmpennoti u paduanuonnoii meoununvt um. A.A. Huxughoposa» MUC Poccuu, Canxm-Ilemepbype, Poccus; OI'BY «Hayurno-ucciedosameavckuii
Mmeoununckuii uenmp um. B.A. Aimaszosar, Canxm-IlemepGype, Poccus

37

DyndamenmanvHas Heepoaous

DKcIpeccust TeHOB MEMOpaHHBIX OEJIKOB JIN30COM TIpu 60Jie3HM [TapKknHcoHa, acCOMUPOBAHHOM C MyTallUsIMU
B I'eHe Iiokolnepeopo3uaasbl (GBA)

Yeenro T.C., bespykosa A.H., boedanosa JI.A., Huxoaaes M.A., Muaroxuna U.B., Ipauesa E.B., Cenxesuy K.A., 3axaposa E.F0., Emeavanos A.K., [Tveauna C.H.

@IBY «Ilemepbypeckuii uncmumym sdepnoii dusuxu um. b.IT. Konemanmunosa HUI] «Kypuamosciuii uncmumynv, Iamyuuna, Poccus; @Ib0Y BO «Ilepsvuii
Cankm-IlemepGypeckuii 20cydapcmeennbiii meounurckuii ynusepcumem um. axad. H.11. Ilaéaoea», Cankm-Ilemepbype, Poccus; ®TBHY « Huemumym 3xcnepumenmanshoi
Mmeoununvw, Cankm-Ilemepbype, Poccusi; @IBY «Meduko-eenemuuecxuii nayunoui uenmp um. axao. H.II. bouxosa», Mockea, Poccus

43

ITaToMopdororust roJIOBHOTO MO3Ta IIPH TeITaTOJICHTUKYIISIPHOM AereHepatu (0ose3Hn Bumscona—KoHoBanoBa)
Tuesckaa T.C., Yaiikosckas P.I1., Anyhpues I1J1.
QIBHY «Hayunvii uenmp negpoaoeun», Mockea, Poccus

50

Hayunbiii 0030p

Hesponornueckue acnektsl COVID-19
Tanawsan M.M., Kysneuosa I1.H., Packypaxces A.A.
DIBHY «Hayunvui uenmp nesposoeun», Mockea, Poccus

62

Iopl/lﬂ,l/l‘{CCKI/le ACIIEKTbI OKa3aHUWS MC,[[I/ILII/IHCKOIL/'l oMoy 1Mpu BHYTPpUTOCIIUTaIbHOM UIIEMMNYCCKOM MHCYJIBTE
Bosniox: U.A., Huxumun E.H., Koaomenues C.B.

TBY «Canxm-Ilemepbypeckuii hayuno-uccaedogameasciuii uncmumym ckopoti nomowu um. H.H. J[wcaneaudzer, Cankm-Ilemepdype, Poccus; @I'BY BIIO «Boenno-medununckas
axademus um. C.M. Kuposa», Cankm-Ilemepbype, Poccus; Cankm-Ilemepypeckoe IKY3 «Ilenmp éoccmarnosumentozo aevenus «Jlemckas ncuxuampus» um. C.C. Muyxunay,
Cankm-Ilemepbype, Poccus

70

Hapytrennst cHa 1 601pCTBOBaHUS IIPH COCYIUCTHIX KOTHUTUBHBIX PaCCTPOMCTBAX
Mepxyaosa T.b., Kospos I B., xno H.H.
@IA0Y BO «[IMTMY um. H.M. Ceuenosa» (Ceuenoscruii Yuusepcumem), Mockea, Poccus

76

Texnonorun

[Ikana onieHKu TsKecTH JIOOHO-BUcouHOI nemeHimn (Frontotemporal dementia rating scale — FTD-FRS):
JIMHTBOKYJIBTYpHas aganrauus B Poccun

HlInumoxosa 0.A., FOcynosa JI.I., Axmadyauna JI.P., Ilosexuna H.B., Hamunos A.B., Cuneasnuxos M.E., 3aiiyee A.B., Sumun A.A., beaonacosa A.B., @edomoea E.I0.,
Cynonesa H.A., Haaapuowxun C.H., ITupadoe M.A.

@IBHY «Hayunouii uenmp negposoeun», Mockea, Poccus; I'BY3 «lopoockas xaununeckas 6oavnuna Ne 24 J13Mp, Mockea, Poccus; @TA0Y BO «IIMTMY um. H.M. Ceuenosa
Munsdpasa Poccunw» (Ceuenosckuii Yuusepcumem), Mockea, Poccus

82

Kmunnueckuii pa3oop

JIBa KIMHUYECKUX Cilydas iyTapoBoil aiuaypuu [ tuna B Pecriy6iuke bamkoproctan

Caiihyaauna E.B., Maewcanos P.B., /lasaemosa A.H., Mapoanosa A.K., Tumogheesa E.A., Kypkuna M.B., 3axaposa E.IO.

@TIbOY BO «bawxupckuii 2ocydapcmeennbiii medununckuii yrusepcumen, Yipa, Poccus; I'BY3 «Pecnybauxanckuii meduko-eenemusuecxuii uenmp, Yipa, Poccus;

TBY3 «Pecnybaurancras kaunusecras 6oavuuna um. I.I. Kyeamoea», Yipa, Poccus; @IBHY «Meduxo-eenemuneckuii nayunvui yenmp um. axao. H.IT. bouxosa», Mockea, Poccus

88

ﬂeﬁKOSHHCCbaIIOHaTHH C IMPENMYILIECTBEHHBIM ITOPAXKECHNEM CTBOJIA MO3Tra 1 CIIMHHOTO MO3Tra 1 ITOBBIIICHHbBIM
JIAaKTaTOM IIPU MarHUTHO-pe3oHaHCHOM criekTpockonuu (LBSL): kiuHnyeckoe HabmoaeH1E

Kasanues A.10., Mameeesa T.B.

@I'BOY BO «bawxupckuii 2ocydapcmeennbiii Meoununckui yrusepcumenv, Yipa, Poccus; T'BY3 «Pecnybaukanckuii meduko-eenemusecxuii uenmpy, Yipa, Poccus;

@IB0Y BO «Kasanckuii 2ocydapcmeennvtii meduuunckuii yuusepcumen», Kasanv, Poccus

93



Annals of Clinical and Experimental Neurology
Vol. 14 Ne 2 2020

Table of Contents:

Original articles
Clinical neurology
Transcranial direct current stimulation in poststroke hemianopia

Bakulin LS., Lagoda D.Yu., Poydasheva A.G., Kremneva E.L, Suponeva N.A., Piradov M.A.
Research Center of Neurology, Moscow, Russia

The diagnostic significance of intrathecal synthesis of antibodies against measles, rubella, and varicella zoster viruses
in the differential diagnosis of demyelinating diseases of the central nervous system

Moshnikova A.N., Gorbacheva A.V., Lapin S.V., Nazarov V.D., Krasnov V.S., Dovidenko K.S., Surkova E.A., Savostyanova V.N.

Pavlov First Saint Petersburg State Medical University, Saint Petersburg, Russia; Pediatric Research and Clinical Center for Infectious Diseases, Saint Petersburg, Russia

15

Clinical and epidemiological aspects of Huntington disease in the Republic of Tatarstan
Munasipova S.E., Zalyalova Z.A.
Kazan State Medical University, Kazan, Russia; Republican Center for Extrapyramidal Pathology and Botulinum Therapy, Kazan, Russia

23

Surgical treatment of trigeminal neuralgia combined with tumors of the cerebellopontine angle

Grigoryan G. Yu., Dreval’ O.N., Maslova N.N., Sitnikov A.R.

Russian Medical Academy of Continuing Postgraduate Education, Moscow, Russia; National Medical Research Center of Treatment and Rehabilitation, Moscow, Russia; Smolensk State
Medical University, Smolensk, Russia

29

A comprehensive evaluation of the duration of effect of a single local corticosteroid injection in combination with
regular wrist splinting in carpal tunnel syndrome

Kiselev V.N., Alexandrov N. Yu., Alexeeva T.M.

Nikiforov Russian Center for Emergency and Radiation Medicine, Saint Petersburg, Russia; Almazov National Research Centre, Saint Petersburg, Russia

37

Fundamental neurology

Gene Expression of lysosomal membrane proteins in Parkinson disease, associated with mutations in the
glucocerebrosidase gene (GBA)

Usenko T.S., Bezrukova A.1., Bogdanova D.A., Nikolaev M.A., Miliukhina LV., Gracheva E.V., Senkevich K.A., Zaharova E.Y., Emelyanov A.K., Pchelina S.N.

Petersburg Nuclear Physics Institute named by B.P. Konstantinov of National Research Centre «Kurchatov Institute», Gatchina, Russia; Pavlov First Saint Petersburg State Medical
University, Saint Petersburg, Russia; Institute of Experimental Medicine, Saint Petersburg, Russia; Research Centre for Medical Genetics, Moscow, Russia

43

Cerebral pathology in hepatolenticular degeneration (Wilson disease)
Gulevskaya T.S., Chaykovskaya R.P., Anufi-iev P.L.
Research Center of Neurology, Moscow, Russia

50

Reviews

Neurological aspects of COVID-19
Tanashyan M.M., Kuznetsova P.1., Raskurazhev A.A.
Research Center of Neurology, Moscow, Russia

62

Legal aspects of medical care in hospital-acquired ischaemic stroke

Voznyuk 1.A., Nikitin Ye.N., Kolomentsev S.V.

Saint Petersburg I1. Dzhanelidze Research Institute of Emergency Medicine, Saint Petersburg, Russia; S.M. Kirov Military Medical Academy Ministry, Saint Petersburg, Russia;
S.S. Mnukhin Children's Psychiatry Center for Rehabilitation Treatment, Saint Petersburg, Russia

70

Sleep and wakefulness disorders in vascular cognitive impairment
Merkulova T.B., Kovrov G.V., Yakhno N.N.
L.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

76

Technologies

Frontotemporal Dementia Rating Scale (FTD-FRS): linguistic and cultural adaptation in Russia

Shpilyukova Yu.A., Yusupova D.G., Akmadullina D.R., Polekhina N.V., Naminov A.V., Sinelnikov M.E., Zaytsev A.B., Zimin A.A., Belopasova A.V., Fedotova E.Yu., Suponeva N.A.,
Hllarioshkin S.N., Piradov M.A.

Research Center of Neurology, Moscow, Russia; City Clinical Hospital No. 24, Moscow, Russia; 1. M. Sechenov First Moscow State Medical University, Moscow, Russia

82

Clinical analysis

Two clinical cases of glutaric aciduria type I in the Republic of Bashkortostan

Saifullina E.V., Magzhanov R.V., Davletova A.1., Mardanova A.K., Timofeyeva E.A., Kurkina M.V., Zakharova E. Yu.

Bashkir State Medical University, Ufa, Russia; Republican Medical Genetic Center, Ufa, Russia; Republican Clinical Hospital named after G.G. Kuvatov, Ufa, Russia; Research Centre
for Medical Genetics, Moscow, Russia

88

Leukoencephalopathy with brainstem and spinal cord involvement and lactate elevation (LBSL) on magnetic
resonance spectroscopy: a clinical observation

Kazantsev A. Yu., Matveeva T.V.

Kazan State Medical University, Kazan, Russia

93



OPUTI'NMHAJIbHBIE CTATbU

Knunnyeckas HeBpoJiorus

© Komnnextus aBropos, 2020

TpaHCKpaHUaJIbHASI CTUMYVYJISINU S
IMOCTOSSTHHBIM TOKOM
TP NOCTUHCYJIBTHOM T'eMUaHOIICUU

N.C. Bakymn, JI.YO. Jlarona, A.I. Iloiinamesa, E.J. Kpemnea, H.A. Cynonepa, M.A. ITupagos
QI'BHY «Hayunuiii yenmp nesponoeuu», Mocksa, Poccus

Beedenue. Paszpabomia Hogbix n00x0006 K peabuiumayuy NAYUEHMOE ¢ NOCMUKCYAbIMHOI 2eMUAHONCUeIl A619eMmCs AKMYdAbHOI 3a0atell, yuumbléas
BbICOKYIO HACMOMY BCIMPeUaeMOCY U HeeAMUBHOe 6AUAHUE IMO020 HAPYUWEHUS HA KAYeCMB0 JICU3HU NAUUEHMO8.

Heav uccnedosanus — uzyuenue 6AUsHUS MPAHCKPAHUANLHOU INeKMPUHeckoll cmumyasyuy nocmosunsim mokom (tDCS) Ha kauecmeo ycusnu u kave-
CMBO 3pUMenbHO20 BOCRPUAMUSA Y RAUUEHMOB C NOCHUHCYABMHOL 2eMUAHONCUEI, AHAAU3 0e30RACHOCIIU U NEPEHOCUMOCTU IM020 Memooa.
Mamepuaavt u memodot. B uccaedosanue 6vi10 sxarovero 10 nayuernmos ¢ nocmuncysvmuoil eemuanoncueil. Ilayuenmam nposoduau 10 ceccuii tDCS
(2 mA, 20 mun anod — Oz, kamod — Cz npu 00nocmopornem nopasxceruu u anod — 01 u 02, kamod — Fpl u Fp2 npu deycmopounem). Ilepenocumocmo
tDCS oyenusanu nocae Kaxcooii ceccuu ¢ NOMOUbIO CMAHOAPMU3UPOBAHHO20 onpocHuka. Kaunuueckas ouenka do u nocae kypca tDCS nposoduaacy
C NpUMeHeHUeM ONPOCHUKA 045 OUeHKU Ka1ecmea 3pumenvhozo eocnpusmus Visual Function Questionnaire (VFQ-25) u onpochuka 045 oyenku kavecmsa
acusnu The Short Form-36 (SF-36). Y 5 nayuenmos do u nocae kypea tDCS nposodunacy gynxyuonansias MPT co 3pumensoii napaduemoii.
Pesyavmamut. Heaceramenvuvie 3¢pdekmui 3apecucmpuposanst 60 epems 9,9% ceccuii u 6 Goavuuncmee cayuaes umeau cAabyio cmenenb ebipadlceH-
Hocmu. IIpekpauenue yuacmus 6 uccaedosanuy 3apecucmpuposano 6 1 cayuae é cessu ¢ ycunenuem 604y 8 pyxe u Hoze y RAYUEHMA ¢ YEHMPAAbHbIM
HOCHUHCYAbIMHBLM 001€8bLM CUHOPOMOM, KOMOPOe, BePOSMHO, He C8A3aHO ¢ Ouonocuteckumu sQdexmamy cmumyaayuu. B anauz exaiouens: dannvie
9 nayuenmos. [locae nposedenus tDCS ebisgaeHo cmamucmuyecky 3Havumoe ygeautenue 00ujeeo noKasamens no wKdne Ka4ecmea 3pumenshozo 60c-
npusmus VFQ-25 (p = 0,02), a maxice yayuuierue no maxum eé pazoesam, kax coyuanviasn akmusrocms (p = 0,02), ncuxuueckoe 30oposve (p = 0,02),
3agucumocmy om okpyxcarouux (p = 0,04) u nepuepuueckoe 3penue (p = 0,04). Takice ommeuero cmamucmuuecku 3HaAUMOe yayuuleHie NCuxo0eu-
yeck0eo komnonenma kaecmea ycushu (p = 0,04), ycusnenroi axmusrocmu (p = 0,03), coyuaavtoeo gynxuuoruposanus (p = 0,02), poaesoeo ¢yHk-
UUOHUPOBAHUS, 00YCA08AeHHO20 (usuteckum cocmostuem (p = 0,04) u obueeco cocmosanus 30opogvs (p = 0,008). B 3 cayuasx nocae tDCS gviagaero
y8enuuenue aKmusayuy 3amo.A04Hol Kopbl no danHsim gyrkyuonasstoli MPT co spumenshoii napaduemoi.

Sax.ouenue. tDCS aeasemen 6e3onackvim, Xopouio NEPeHOCUMbIM U ROMEHUUAAbHO IPPHeKmusHbIM Memodom y RAYUEHMOB ¢ ROCMUHCYALIMHOL 2eMua-
Honcueil. [ns ymouHerus agexmusHocmu 3mozo Memooa npy 2eMuaHoncu Heobxooumo nposederue 6oaee KPyRHbIX KOHMPOAUPYEMbIX PAHOOMU3UPO-
BAHHBIX UCCACO0BAHUI.

KomoueBble cl10Ba: uHCyabm,; 2eMUAHONCUS; HEUHBAZUBHAS CIIUMYAAYUUS MO32a; MPAHCKPAHUAALHAS JACKMPUYECKas CIUMYASYUS NOCINOSH-
HblM mokoM; QyukyuoHansras MPT; kauecmeo jcusHu.

HcTounnk dhuHAHCHPOBAHHUS. ABTODBI 3asBIISIIOT 00 OTCYTCTBUM (DMHAHCUPOBAHUS TIPU MIPOBEICHUY UCCIIENOBAHUSL.
Kondmkr unTepecoB. ABTOPHI IEKIapUPYIOT OTCYTCTBUE SIBHBIX M TIOTEHIIMATBHBIX KOH(MINKTOB UHTEPECOB, CBSI3aHHBIX C MyOIMKa-
LMeN HACTOSAILEH CTaTbU.
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Transcranial Direct Current Stimulation
in Poststroke Hemianopia

Ilya S. Bakulin, Dmitry Yu. Lagoda, Alexandra G. Poydasheva, Elena I. Kremneva, Natalia A. Suponeva, Mikhail A. Piradov
Research Center of Neurology, Moscow, Russia

Introduction. Development of the new approaches to the rehabilitation of patients with poststroke hemianopia is of great importance, given the high prevalence
of that disorder and its negative impact on patients’ quality of life.

This study aimed to investigate the effect of transcranial direct current stimulation (tDCS) on the quality of life and the quality of visual perception in patients with
poststroke hemianopia, as well as to study the safety and tolerability of this technique.
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Materials and methods. The study included ten patients with poststroke hemianopia. Patients underwent ten tDCS sessions (2 mA, 20 min with anode
placed over Oz, cathode — over Cz for a unilateral lesion, and anode — over OI and 02, cathode — over Fpl and Fp2 for bilateral lesions). The tolerability
of tDCS was evaluated after each session using a standardized questionnaire. Clinical assessment before and after tDCS was performed using the Visual Function
Questionnaire (VFQ-25) and the 36-item Short Form Survey (SF-36). Functional MRI using a visual paradigm was performed in 5 patients before and after
the course of tDCS.

Results. Adverse effects were recorded during 9.9% of the sessions and had low severity in most cases. There was one withdrawal from the study because
of increased pain in the hand and leg, in a patient with central post-stroke pain syndrome, which was likely unrelated to the biological effects of stimulation. Data
of 9 patients were included in the analysis. There was a statistically significant increase in the overall score on the VFQ-25 (p = 0.02) after tDCS with improvements
in the social activity (p = 0.02), mental health (p = 0.02), dependence on others (p = 0.04), and peripheral vision (p = 0.04) sections. A statistically significant
improvement was also found in the psychological component of quality of life (p = 0.04), vitality (p = 0.03), social functioning (p = 0.02), role functioning due
1o physical health (p = 0.04), and general health (p = 0.008). In 3 cases, increased activation of the occipital cortex after tDCS was identified using functional
MRI with a visual paradigm.

Conclusion. tDCS is a safe, well-tolerated, and potentially effective method in patients with poststroke hemianopia. Larger, controlled, and randomized studies

are needed to clarify the efficacy of this method in hemianopia.

Keywords: stroke; hemianopia; non-invasive brain stimulation; transcranial direct current stimulation; functional MRI; quality of life.
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Beenenne

OIHMM 13 CaMBIX YaCTBIX BAPMAHTOB 3PUTEIBHEIX HApYIICHIIA
TIpY MHCYJIBTE SIBJISIETCS TOMOHMMHAS TeMUAHOIICHS — OIIHO-
CTOpPOHHEE BBIMAICHUE TIOJICH 3PEHUST BCICACTBUE TOBPEX-
JEHKs 3PUTEIbHBIX TPAKTOB WM 3PUTENbHOI KOpbl [1—6].
B ocTtpom nepuone uHCynbTa HapylieHue Mojeil 3peHusl Bbl-
apisgeTcs y 45—67% nauueHToB, Ipu 3ToM y 8—25% mnauueH-
TOB 3TOT CHHIAPOM SIBJIseTCs CTOMKUM [7, 8]. B Heckombkux
MIPOCTIEKTUBHBIX MCCIENOBAaHMSAX TTOKA3aHO, YTO B TEUCHME
TIePBBIX MeCSALIEB TOCNIe MHCYIBTA Y YaCTH ITALMeHTOB Ha0JTI0-
NaeTCsl CIIOHTAaHHOE MOJHOE MM YaCTUYHOE BOCCTAHOBJICHME
noneit 3penust. [lo manHeiM X. Zhang u coasT. [4], yMeHb-
IIEHUE BBIPAXEHHOCTH TE€MMAHOICHMM B TEUYEHHUE MEPBBIX
3 Mec nocjie uHCynbTa Habmogaercs B 50—60% ciyyaes, ye-
pe3 3—6 mec — eie B 20% cnydyaeB. OnHAKO IIPU COXpaHEHUU
3PUTENbHBIX HApYLIEHW MpU CPOKE TMOCIe MHCYIbTa Oolee
6 MeC CIIOHTAHHOE BOCCTAHOBJIEHUE MPAKTHYECKU UCKII0Ye-
HO. BaxHO OTMETUTh, 4TO AaXe MpPU HAJIUYUU CIIOHTAHHO-
IO BOCCTAHOBJIEHUSI B OCTPOM TEPHOIE OHO YacTO SIBJISETCS
HenonHbIM [4]. ITo mannbiM EJ. Rowe u coaBr. [7], monHoe
BOCCTAHOBJIEHKE II0JIEN 3pEHMsI IPOUCXOAUT TOJIbKO y 7,5%
MaIEeHTOB, B TO BpeMsl KaK y 39% maiueHToB HabomaeTcst
YacTUYHOE yiydllleHue, a y 52% — TodHOe OTCYTCTBUE BOC-
CTaHOBJICHUSI.

B Hactosiiiee BpeMsi yOeAMTETEHO TIOKa3aHO, YTO TOMOHMM-
Hasl TeMUAHOIICHSI SIBIISICTCS BaXKHBIM (DaKTOPOM, CHIKAIOIIAM
KayecTBO XXM3HU MallMeHTOB ¢ MHCYAsTOM [7, 9, 10]. Hanuuue
TOMOHMMHOI TeMAAHOIICUH OTPAHNIMBAET BOZMOXHOCTD UTe-
HUS U BOXAEHUS aBTomMoOuis [5, 11, 12], yMeHbIIaeT akTHB-
HOCTb TMALIMEHTOB B TIOBCEAHEBHOM XM3HU, CHUXAET UX MO-
OMJIBHOCTD, @ TaKXe 3aTPYIHSET IPOBEACHUE PealdIIUTALIIK
[13, 14]. ToMOHUMHAs TEMUAHOIICHS MTPU MHCYJbTE SBISETCS
MPEIUKTOPOM TUIOXOTO (DYHKIIMOHAIBHOTO MCXOMa U He3aBH-
CUMBIM IpeAuKTOpoM cMepTHOCTH [10, 15].

OcHOBOI1 TSI IPOBEIECHNS BOCCTAHOBHUTEIBHOTO JICUCHMS Y T1a-

LIMEHTOB ¢ MOCTUHCYNBTHOM remuanoncueit (ITNUT) seasioTea

COBpPEMEHHBIE TaHHbIE O (DYHKIIMOHAIBHOW PeopraHn3aliiy 1

HEMPOITACTUYESCKIX N3MEHEHHUSIX 3pUTEIbHOM CUCTEMBI TTOCIIE

e€ mopaxenus [8, 16—18]. CornacHo Teopuy aKTHBALIMU pe-

sumyanpHoro 3peHus (residual vision activation theory), mpexn-

noxeHHoit B.A. Sabel u coaBt. [19], BoccTaHOBIEHKE TOJEi

3peHus1 y nanueHToB ¢ [TUT MoxeT MpoucxomuTh 3a CYET ak-

TUBAIMHU (PEaKTUBALINN):

1)4acTUYHO MOBPEXKICHHBIX 00MacTeil 3pUTEIbHOM KOpHl Ha
IPaHUIIe 0Yara MOpaxXeHus;

2)y4acTKoB (OCTPOBKOB) COXpaHHOI HEPBHOM TKaHM B Mpeje-
JIax MOPaKeHHOM 3pUTEJIbHOI KOPBI;

3)coXpaHHBIX SKCTPACTPUAPHBIX CTPYKTYP 3PUTEIBHON CUC-
TEMBI;

4)coXpaHHBIX HEWPOHANBHBIX CeTell 00jiee BBICOKOTO YPOBHS
1 3pUTEIbHOM CUCTEMbI HEMOPaXXeHHOTo monymapus [19].

JloKa3aTenbCTBOM CITOCOOHOCTH 3PUTENbHON CUCTEMBI K HEli-
POILIACTUYCCKUM M3MEHEHUSIM ABIsIeTCS 3 GEKTUBHOCTD TIPU
[TWT Tak Ha3bIBaeMOI BOCCTAHOBUTEIbHOI 3pUTENIbHOM Tepa-
nuu (VRT, visual restorative therapy) naxe cIycTsi MHOIO Mecsi-
LIEB WK JIET mociie uHeyibTa [16, 18]. Ipenmonaraercs, 410 B
ocHoBe a(pdexTuBHOCTH VRT MOryT NIeKaTh ONMMCAHHbIE BHILIE
MEXaHM3MBI, B YaCTHOCTH, aKTUBALINS COXPAHHBIX HEHIPOHOB B
00J1aCTV MOPAXXEHHOM 3pUTEIBbHON KOPBl M 3KCTPACTPUAPHBIX

cTpykTyp [18].

OnHUM M3 TMEepCreKTUBHBIX MOAXOM0B K peadWIuTalMu Ta-
reHToB ¢ [TUT gBasgercsa nmpuMeHeHNe METOIOB HEMHBA3KB-
HOM CTUMYJSILMM MO3Ta, B YACTHOCTM, TPAHCKPAHUAJIbHOM
anektpudeckoil ctumynsauuu (TOC) [20], ocHOBaHHOU Ha
BO3IEHCTBUU CNAOBIM 3JIEKTPUYECKOM TOKOM (10 2 MA) Ye-
Pe3 HeCKOJIbKO 3JIEKTPOIOB, PAacIojiaraéMbIX Ha MOBEPXHOCTH
ronoBel. Hanbonee pacnipoctpaHéHHBEIM BapraHTtoM TOC sB-
JIieTCsl CTUMYJISILMS TTOCTOSIHHBIM TokoM (tDCS, transcranial
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direct current stimulation). 3HaUUTENBHBIN POCT MHTEpeca K
MPUMEHEHUIO 3TOTO METOa BO BCEM MUPE BO3HUK OKOJIO JBYX
TeCSITUIETHIA Ha3al IociIe MyoIMKaluy psaaa padoT, MoKa3aB-
IIMX BO3MOXHOCTh HEMHBA3MBHOI 1 0e300J1€3HEHHON MOJY-
Jsumu GYHKUMIA KOpbl TOMOBHOTO Mo3ra ¢ momoinibio tDCS
[21, 22]. [Ipenmonaraercst, 4To B OCHOBE 3(peKTa 3TOro MeToaa
JIEXWT TOATIOPOTOBAsT MOAYJISAIMS MEMOPAHHOTO TIOTEHIIMAIA
HEWPOHOB M U3MEHEHME BEPOSTHOCTH (HDOPMUPOBAHMUS CIIAli-
KoB. D ekt tDCS onpeaensgercs MOASIPHOCTHIO 3NEKTPOAOB:
AHOI BBI3BIBACT BXOMASIINI TOK B TKAHU TOJIOBHOTO MO3Ta, CMe-
1aeT MeMOpPaHHBII MMOTEHIINAN B TOJOXUTEIbHYIO CTOPOHY 1
nenaeT 6onee BepOsITHBIM (hOPMUPOBAHME CITANKOB, B TO BPEMS
KaK KaToJl 0Ka3bIBAaeT IPOTUBOIIONOXKHEIM 3P hekT [23, 24].

B Hacrosiimee BpeMsl BO BceM MEpe MHTCHCHUBHO M3ydJaeTcs
s dexktuBHOCTh MpuMeHeHUs tDCS mpu pas3nuyHbIX 3a00-
JIeBaHUSIX HEpBHOI cucteMbl [25]. B Heiipopeabunuranuu
HauOoJblIee KOJNMYECTBO MCCIEAOBAHMI TMOCBALIEHO IPH-
MEHEHMIO 3TOTO METOJA MPU MOCTUHCYJIBTHOM JBUTATEIbHOM
nedunmte, ahasuy ¥ CHHIPOME IIPOCTPAaHCTBEHHOTO NTHOPH-
poBaHus [25-28]. Ilpu TTUI npumenenue tDCS uzyyanoch
B HECKOJIbKMX HeOOMbIIMX uccnenoBaHusx [29—31] u omnuca-
HUSIX OTACAbHBIX KITMHUYECKUX HabmoneHuii [32—35].

Ilennlo HACTOSINETO MCCIENOBAHUS CTAI0 U3YUeHKE BIUSHUS
tDCS 3aTbl10YHOM KOpbI HA KAYeCTBO KU3HU U KaYeCTBO 3pU-
TeJabHOro Bocnpusitus y nauueHtos ¢ ITUI ¢ aHanuzom 6e3-
OIMACHOCTU U TIEPEHOCUMOCTH 3TOTO METOJa.

Marepuabl H METO/IbI

B uccnenopanue BkmoueHo 10 maireHToB B Bo3pacte 28—70 jeT
(menuana 45 [36; 59] net, 7 MyXX4uH) TIOC/IE HAPYLIEHHS MO3TO-
BOr0 KpoBOOpallleHUsI TaBHOCTBIO OoJiee 1 Mec, naBiiue 1006po-
BOJIbHOE MH(MOpMUpoBaHHOE coryacue. [IpoBeneHue umccie-
TOBaHUS OBLIO OMOOPEHO JIOKATBHBIM 3THUECKAM KOMUTETOM
OI'BHY «HayuHbIit IEHTP HEBPOJIOTU M.

Kpumepuu 6KAHOYeHUs B ICCIICIOBAHME:

HaJiuure N0O0pPOBOJIBHOIO MHMOPMUPOBAHHOIO COJACHS
HAa y4acTue B MCCIICTOBAHNUM,

* Bospact 18—80 neT;

* TIOATBEPKACHIE HAPYIICHUS MO3TOBOTO KPOBOOOPAIICHHS
0 MIIEMUYECKOMY WJI TeMOPParniyeckoMy TUITY pe3yJibTa-
TaM¥ HeHpOBU3YaATH3alNN;

* Hajnyre TOMOHUMHOM reMMaHOIICHUH TI0 TAHHBIM KIMHIYe-
CKOT0 OCMOTpA U TIEPUMETPUH;

* JABHOCTb MHCYJIbTA Oonee 1 mec;

* OCTpOTa 3peHMUs C KoppeKlLueit He MeHee 0,4 WIn BhILIE.

Kpumepuu nesxaiovenus B uccienoBaHue:

*  HaJMuyye METANINIECKUX JIEMEHTOB B 00JIaCTH TIPOBEICHUS
MIPOLIEAYPHI, KapAUOCTUMYIIATOpPA, JIOOBIX IPYTHX OSJIeK-
TPOHHBIX UMILIAHTATOB,

* HapyIIeHHe¢ KOTHUTHBHBIX (DYHKIIMIA C OIIEHKOM IT0 IIKaJie
MoCA (Montreal Cognitive Assessment) MeHee 10 6aj1oB);

* HaJuuue APYTUX 3a00JeBaHWI HEPBHOM CHCTEMBI, OpraHa
3peHMs] U IEeKOMIICHCHPOBAHHOIO COMATUYECKOro 3aboJe-
BaHMs, KOTOPHIE MOTYT MOBJIUATL Ha O€30MacHOCTD TPOIIe-
Iy Y Pe3yJIbTaThl UCCICIOBAHNS,

* OHKOJIOTMYeCKoe 3abojieBaHUE (B HACTOsIIEE BpeMs WU
B aHaMHe3e);

* KIMHMYECKHE 3HAYMMble MU3MEHEHMs MpU IIPOBEICHUU
aneKkTpokapauorpaduu, oo1ero 1 GUOXMMHUUYECKOTo aHa-
JIM30B KPOBH;

* BMMJICNITUYCCKUE TPUCTYIIHI B aHAMHE3E;
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* HaJIM4me SIUIenTH()OPMHOM aAKTUBHOCTH IIPH TIPOBEICHUH
3JIeKTpo3HLedanorpapuu;

* TOBPEXICHUE KOXKHBIX TTOKPOBOB B MECTE PACIIONOKCHIUS
3JIEKTPOIIOB;

* Tepamys Ha MOMEHT BKITIOUCHUS B MCCIIEAOBAHIE JTIOOBIMU
MperapaTaMu, BIMSIOIIUMU Ha BO30YIMMOCTb KOPBI TOJIOB-
HOTO MO3Ta (AHTUKOHBYJIbCAHTHI, aHTHIETIPECCAHTHI 1 1. );

* 0epeMeHHOCTb;

* OTKa3 MallMeHTa OT y4acTHs B UCCIIETOBAHUMU.

JIns olleHKM KayecTBa 3PUTEIbHOTO BOCIPHSTHS MCIIOIb30-
BajlaCh ajanTUPOBaHHAs PYCCKOSI3BIYHAST BEPCHsSl OINPOCHMU-
Ka Visual Function Questionnaire (VFQ-25), comepxamiero
25 BOIIPOCOB, HANpPAaBIEHHBIX HA OMNMpeNeSeHHE 3PUTEIbHBIX
(YHKLUMIA, KOTOpblE TPYIIUPYIOTCS 10 Kateropusam [36, 37].
[Tonmy4yeHHBII YNCIOBOI MOKa3aTe/Ib B KAXI0M M3 IIKAJI UMEET
3HaueHue oT 0 1o 100 6anoB U oTpaxaeT MPOLEHTHOE OTHO-
IIeHNE K MAaKCHMAaJIbHO BO3MOXHOMY pe3yibraty. Bee Bompoch
CTPYIIHMPOBAHBI B 0JI0KH, OLleHMBaOIINe (PU3MIECKOE, TICUXHU -
JecKoe M COIMAaNbHOe (PYHKIIMOHUPOBaHME MALIMeHTa OTHOCH-
TeJbHO KayecTBa €ro 3puTebHOro Bocmpustus. HapymeHus
npoheCCUOHATHHOM esITeTbHOCTY M BOXKACHUS B paMKax Ha-
CTOSIIIIET0 MCCIENI0BaHNS HE OLICHUBAUC.

JI7s1 OlIeHKYM KauyecTBa XM3HU MCIIONB30BANCS OMPOCHUK The
Short Form-36 (SF-36, pycckosi3pluHasi Bepcusi), BKITIOYA0-
Wi OIEHKY TIO IIKalaM, KOTOpble TPYIIUPYIOTCS B JiBA MO-
Kazarens:

1) pusnyeckuiit KOMIIOHEHT 3M0POBbS ((Pr3MIeCKOe PYHKIIUO-
HUPOBaHUE, pojieBoe (DYHKIIMOHUPOBAHUE, OOYCIOBICHHOE
(bU3NYECKUM COCTOSIHMEM, MHTEHCUBHOCTh 00JM, obIiee
COCTOSTHUE 3IOPOBbSI);

2) MCUXONOTUYECKUI KOMITOHEHT 310pOBbsl (KM3HEHHAsl aK-
TUBHOCTb, COIMATbHOE (HYHKIIMOHUPOBAHUE, pPOJIEBOE
(byHKUIMOHMPOBaHKE, 00YCIOBICHHOE IMOLIMOHATBHBIM CO-
CTOSTHMEM, TICUXUYECKOE 30POBbE).

Jlns Bcex 1IKaj MpH MOJTHOM OTCYTCTBUM HapyLIEHUH 310po-
BbsI WM OTPaHMUYEHUI MaKCUMalbHOE 3HAYCHHME COCTaBIISIET
100. Takum oOpa3oM, OoJiee BHICOKUIT TTOKA3aTeNb 10 KaXI0ii
HIKaJie COOTBETCTBYET 00JIee BHICOKOMY KauecTBY XU3HU [38].
Ouenka mo mkanaM VFQ-25 u SF-36 mpoBoauiach y Kaxmo-
TO MaIMeHTa IBaXIbl (HEMOCPEACTBEHHO TIepel IPOBEIecHIEM
nepBoii ceccun 1 yepe3 24—30 4 moclie 3aKIIIOUNTENLHOM cec-
cun tDCS).

Dynxuuonaavnas MPT co spumeavnoii napaduemoti

Jns ouenku BaustHuS tDCS Ha 00beM M TOKaIM3aLnI0 aKTH-
BAlLlMM 3aTHUIOYHOI KOPBI y 5 MallMEHTOB MPOBOAMIACH PYHK-
IIIOHAJTbHAsE MArHUTHO-pe3oHaHCcHast Tomorpadust (GMPT)
CO 3pUTEIbHOM MapagurMoil 10 Hayajaa CTUMYJISLUAKA U YEPE3
24—30 4 mocie 3akmountenbHoi ceccuu tDCS.

MPT-uccnenoBanue NpoOBOAMIU C UCTIONb30BAaHMEM TOMOTpa-
da «MagnetomVerio» («Siemens») ¢ MHIYKINE MarHATHOTO
noJjist 3 T ¢ npuMeHeHueM CTaHAapTHOM 12-KaHalbHOM rOJ0B-
HOU Katymku. JIaHHble 00 aHATOMUY TOJIOBHOTO MO3Ta ObLIN
nojyyeHsl B pexume 3D-TI1-rpaguentHoe axo (T1-MPR)
B BuJe 176 CaruTTaabHBIX CPE30B CO CIEAYIOLIMMHU TapaMeTpa-
mi: TR = 1900 mc, TE = 2,47 mc, Tommuna cpesa 1 MM, dak-
Top paccrostuust 50%; pasmep Bokcenst 1x1x1 Mm?, iojie 0630pa
250 MM. OyHKIMOHATBHBIE JAHHBIC OLEHUBAJIN ITO JTAHHBIM 00
uzMeHeHus1x BOLD-curHana, mony4eHHBIX ¢ TOMOUIBIO PEXKHU-
Ma MPT T2*-rpagueHTHOE 3XO0 €O CNEAYIOUIMMHU TapaMeTpa-
mu: TR = 3000 mc, TE = 30 Mc, TomuHa cpe3a 3 MM, hakTop
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paccrosHus 25%, pasmep Bokcels 3x3x3 mm3, mone 063opa
192 MM, 36 aKCHaTbHBIX CPE3OB.

B wuccnenoBaHuM MCIoONb30Baiach MapagMrMa sl OLEHKU
aKTUBAIIMU 3pUTEJHHON KOPHI 0OIIEN TPONOIKUTEIbHOCTHIO
4 muH. [Tapagnrma mmena OMOKOBBIM AWM3aH W COCTOSIA M3
6 6J10K0B: 3 6;10Ka 110 30 ¢ CO 3pHUTETbHBIM CTUMYJIOM 1 3 6J10Ka
(2mo 1 mue 1 1 1o 30 ¢) 6e3 ctumyna. HaunHanmach mapammr-
Ma ¢ 0Ji0Ka co CTUMYJOM. B KavyecTBe 3pUTEIBHOrO CTUMYJIa
WCTIONB30BAJICS PUCYHOK IIAXMATHOTO TAaTTepHA, KOTOPHIN
OBICTPO uepeaoBacs ¢ OebIM SKpaHoOM. B Omoke 0e3 cTumy-
Jia IperbsaBisics Oenblit 3kpaH. M300paxeHus Mpu MOMOILU
CHCTEMBI 3epKall BRIBOMWINCH Ha MP-coBMeCTHMBIIT 3KpaH B
ckanupyoieM 3ajie («Nordic Neuro Lab»). Becero mosydyeHo
80 m3o0paxenuii. [IpemobpaboTKa N300pakeHIA U CTATHCTH-
YecKUil aHau3 MPOBEAEHB! C TIOMOIIIBIO TIPOrPaMMHOT0 00e-
CrieYeHus 1J1sl cTaTUCTUYecKoit oopadoTku SPM12 (Statistical
Parametric Mapping') Ha 6a3e Matlab 2011b («Mathworks»).
C 1enbio TOCTIKEHMST TUHAMUYECKOTO PAaBHOBECUS] MAaTHETH -
3alUu TiepBble 5 (HYHKIMOHATIBHBIX M300paXKeHWil ObIIM MC-
KJTIOUEHBI U3 aHaJIM3a.

[TpenoGpadoTka M300paxxeHUi BKIOYaja CleayIoNe 3Tambl:;

1) yropsimourBaHue MOJTyYEHHBIX U300paXeHUit TI0 BpeMeHH;

2) BbIpaBHMBaHUE M300pakKeHUi A1 KOppeKUuu apTedakToB
OT JBUXEHUSI MallMeHTa ¢ TIOMOLIbIO alrOpUTMa TpaHC(hop-
Malluy TBEPIOTO TeJa;

3) KoperucTpaiys aHaTOMUYECKUX U (DYHKIIMOHATBHBIX TaHHBIX;

4) cerMeHTaLUs TTOMYYCHHBIX M300paXeHUI Ha cepoe Belle-
CTBO, 0€J10€ BELIECTBO, JIUKBOD;

5) IpOCTpaHCTBEHHAs] HOpMaiM3alusl ISl Mpeodpa3oBaHuUs
WHIVBUIYATbHBIX N300paXkeHW B COOTBETCTBUU C €IMHBI-
MU KOOpPAMHATAMU CTepeoTaKcHYecKoro npoctpaHcTsa MNI
(Monreal Neurological Institute) mpy MOMOIIN MATPUIIBI
TpaHchOopMalKu, MOJTYYSHHO! MTPU MPEIbIIYILIEM IlIare;

6) IPOCTPAHCTBEHHOE CIJIAXUBAHME IS CHIDKEHUS BIMSHUS
MHIUBUAYAJTbHON BaprabelbHOCTHM aHATOMMHU (TapaMeTphl
CIIAXUBAHUS — 8X8X8 MOJHOM IUPUHBI HA TTOJIOBUHE BbI-
COTHI pactpenencHus laycca).

Busyanmm3anust DaHHBIX OCYIIECTBIISIACH C MOMOIIBIO IPO-
IPaMMBI «XjView»2,

TpaHCICpaHlla/lell}l ANeKmpuHecKas Cmumyiauusa
ROCMOAHHBIM HMOKOM

Bxi1ioueHHBIM B MCClenoBaHKE MalMeHTaM mpoBoauaoch 10 cec-
cuit (5 mHeit B Hememo) tDCS ¢ moMomipio yeTpoiicTBa IS
TPAaHCKPAHUAJBbHON 3JEKTPOCTUMYJISIIMKA MO3ra, pa3pado-
TAHHOTO B paMKax IpoekTa «Pa3paboTka HOBOTO MOKOJECHUS
ACCUCTMBHBIX YCTPONCTB M TEXHMYECKMX CPEACTB PeabMIM-
TaUM ¢ TIpIMEHEHUEM HEHPOTEXHOJNOTUI I YIydIIeHUS
3((PEKTUBHOCTH JIeUeHUs] U peabMIUTAlNK, a TaKkKe IOBbI-
IICHNs Ka4ecTBa XU3HU JIIOei» (TOJIOBHOM MCITOMHHUTENb —
000 «HeitpoboTrke»). Jlokamm3amus 3JeKTPOIOB IIPX OIXHO-
CTOpOHHEM nopaxeHuu: anox — Oz, katox — Cz. [pu aBycTo-
POHHEM MOpaxeHUU ucnob3oBanu a8a aHoaa (O1 u O2) u aa
karoza (Fpl u Fp2). Ucnonb3oBaics pexkuM «soft» ¢ mocTeneH-
HBbIM 30-CeKYHIHBIM HapacTaHUEM BEJIMUMHEI TOKA B Havaje 1
YMEHBIIEHNEM B KOHIIE CECCHM COOTBeTCTBEHHO. [Ipomomku-
TeJIbHOCTD OJHOM ceccun — 20 MUH, cvita Toka — 2 MA. ITocie
KaXIoi CecCHM CTUMYJISIIMHM MAIMeHTHI 3aTI0NHSUIA CTaHap-
TU3MPOBAHHBIN OMPOCHUK TSI OLIEHKM TepeHocumocTH tDCS,

"URL: http://www.fil.ion.ucl.ac.uk/spm
2 URL: http://www.alivelearn.net/xjview8

BKJIIOYAIOLIMI PETUCTPALIMIO BCEX BO3HUKAIOLINX HeXe1aTe b~
HbIX 3¢ dexToB (HD): 601b, MOKaIbIBaHUE, XKEHUE, 3y, TOJI0-
BOKPYXKEHIE, TOITHOTA, COHIMBOCTD, METAJUTIIECKUIA IIPUBKYC
BO PTY U JIp., BpeMEHU MX BOSHUKHOBEHHS (B HavaJe, CepeiuHe
WY KOHIIE CECCHU ), TIPOIOIKUTEIbHOCTH, CTETIEH! BhIPAKeH-
HOCTH ¥ BIMSIHUS Ha XeJaHUe TalMeHTa POI0JIKATh Y4acTye
B MCCIIEIOBAHUH.

Cmamucmuveckas oopabomxa

CratucTuyeckyio o0paboTKy JAHHBIX MPOBOAMIU C MpPUME-
HeHueM nporpammbl «STATISTICA 10.0» («TIBCO Software
Inc.»). Mcnosnb3oBanuch MeTOIbl HEMapaMeTpUYecKoil CTa-
TUCTUKU. JIaHHBIE B TEKCTE U TaOIMIAX TIPECTABICHBI B BUIE
MeInaHbl, BepXHero U HuxHero keapruneir (Me [LQ; UQ]).
CpaBHeHUE [BYX CBSI3aHHBIX TPYMI MO KOJUYECTBEHHOMY
MPU3HAKY TPOBOAMIU C MCIOJb30BaHWEM MeToma Buikox-
coHa. Pasnmuuus cuumTany CTaTUCTUYECKU 3HAYMMBIMU IIPU
p<0,05.

Pe3yabratsi

¥ Bcex ManueHToB Mo JaHHBIM KIMHUYECKOTO OCMOTPA BbISIB-
neHa [TUT BcnenactBue nHbapKTa MO3ra ¢ HOpaKeHUeM PaBoi
3aTBIIOYHOM mou (n = 5), mpaBoro Tajamyca (n = 1), JeBo-
ro tTanamyca (n = 1) wim o0eux 3aThUIOYHBIX foneid (n = 3).
CpoK oT HapyIIeH!s MO3TOBOTO KPOBOOOPAIIIEHUS 10 BKITIOUE-
HHUS B MccaenoBaHue cocTasist oT 1 go 110 Mec, MenuaHa —
10 [3; 16] mec.

Ilepenocumocms tDCS

V | manmeHTa ¢ MH(GAPKTOM ITPABOTO TallaMyca ¥ LIEHTPaTbHBIM
MOCTUHCYIBTHBIM 00JIEBBIM CHHIPOMOM BO BPeMsI TIPOBEICHIS
1-i1 ceccun TOC (Bo 2-ii MOJOBUHE CECCUM) OTMEYEHO yCUJIe-
HUe 00N B JIEBBIX pyKe ¥ Hore. CTUMYIISIINS ObLIa IpeKpare-
Ha, MalWeHT ObUT MCKIIIOYEeH U3 McclenoBaHus. B ocTaibHBIX
CIy4yasiX y KaXIOro TaleHTa Obio mposemeHo 10 ceccmif
tDCS. I1pu anamze 91 ceccun t DCS 3apeructpuponano 10 HO
BO BpeMs 9 ceccuii. Takum oOpazom, HD BozHuKaM BO BpeMs
9,9% ceccmit. Kax munumym 1 HD 3aperucrpupoBaHo y 8 u3
10 mairenToB. Kpome omycaHHOro Bbille, ObIIN 3apEeTMCTPUpPO-
BaHbl cnenyronme HO: nokansiBanue (n = 4), xokeHue (n = 3),
0onb B 0bmacté cTUMyIsiiuy (1 = 1) U COHNMMBOCTD (1 = 1).
Hu B onHOM 13 3THX ciiydyaeB HD He BaMsIIM Ha XKelaHue mau-
€HTa IIPOIOJIKATh YUacTHe B MCCIenoBaHNU. B 2 HabmoneHusIx
BBIPAXEHHOCTb TOKaJIbIBaHMs Obl1a OTMEYEHa MalMeHTaMU
KaK yMepeHHasI, Bce ocTambHbie HD mMenu cnadyro cTermeHb
BbIpaxkeHHOCTH. B 6oJbIIMHCTBE ciiyyaeB (n = 7) MOKalbIBaHUE
1 JCKEHNE BO3HUKAIN B HaYajIe CTUMYJISALIAH U TTPOIOJIKAINCH
HECKOJIbKO MUHYT. B 1 HaGmroaeHuu xokeHue caboii cteneHu
BBIPAXXEHHOCTH B 00JTACTY CTUMYJISILIN MTOSIBUNIOCH B CEpeINHE
TIPOLICTYPHI M COXPAHSIIOCH 10 ee OKoHYaHwMs. Emie B 1 ciyJae B
KOHIIE CTUMYJISILIUM OTMEUEHO MOSIBICHME OIYIIEHUI 00J1eBO-
TO XapakTepa cnaboil MHTEHCMBHOCTH B MECTE PACIIONOXKCHIUS
aHoma.

Bausnue tDCS na kauecmeo 3pumenbroeo socnpusmus
U Kauecmeo yHcusHu

[Mpy aHanM3e KayecTBa 3pUTENbHOIO BOCIIPUATHSI C TOMOILbIO
onpocHuka VFQ-25 mocne mposeaenust kypca tDCS BbisiBie-
HO CTaTMCTUYECKM 3HAYMMOE YIydlieHHe OOIIero mokasareis
10 IIKaje, a TAKKe M0 TaKMM pasienaM, Kak CollMajibHash ak-
THBHOCTb, IICUXUYECKOE 300POBbE, 3aBUCUMOCTD OT OKPYXAl0-
mMx U nepudepuyeckoe 3peHue (tabdma. 1). Kpome Toro, BbI-
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Ta6smna 1. Ouenka KayecTsa 3puTesibHOTO BocnpusTHs no mkane VFQ-25 y mammentos ¢ ITUT (z = 9) 10 u nocsie nposenenus tDCS (Me [LQ; UQ])
Table 1. Visual function quality assessment using the VFQ-25 in patients with poststroke hemianopia (n = 9) before and after tDCS (Me [LQ; UQ])

Moka3arenb [lo tDCS Mocne tDCS p*, MeTop Bunkokcona

Parameter Before tDCS After tDCS Wilcoxon test

061wt noKasaTeNb Ka4ecTsa 3pUTeNbHOro BOCIPUATUS 44 (33 49] 56 [41: 60] 0,02

Overall score of visual perception quality

06Lwwnit nokasaTtenb 3A0POBbA . )

Overall health score A3 175 29|53 2] G

O6uwit nokasaten 3peHus 40 [40; 40] 40 [40; 60] 0,07

Overall vision score

E"“”a." e 100 [100; 100] 100 [100; 100] 0,65
ye pain

[Tpo6nembl CO 3pEHMEM Ha Manom paccToHun 38 [33: 42] 50 [33: 58] 0,06

Problems with near vision

[Tpo6nembl go 3peHmeM H.a.,D,aJ'IeKOM paccTosHUN 50 [25: 58] 50 [41: 67] 0,07

Problems with distance vision

goulmaanlag aKTUBHOCTb 50 [13; 63] 75 [50; 75] 0,02
ocial activity

[Tcuxmyeckoe 340p0BbLE ) .

Mental health 31 [25; 38] 50 [50; 56] 0,02

3aBMCUMOCTb OT OKPYXXaHoLLIMX 33 [25: 33] 50 [25; 50] 0,04

Dependency on others

gBeTOBO_e 3peHue 38 [19; 56] 63 [44; 75] 0,11
olour vision

[Tepudhepunyeckoe 3peHune 50 [25: 50] 50 [50: 75] 0,04

Peripheral vision

Taommmna 2. Ouenka Kavectsa xu3nu no mkajae SF-36 y namuenros ¢ ITUT (n = 9) 1o u nocie nposenenns tDCS (Me [LQ; UQ])
Table 2. Quality of life assessment using the SF-36 survey in patients with poststroke hemianopia (n = 9) before and after tDCS (Me [LQ; UQ])

Moka3atenb Do tDCS Mocne tDCS p*, MeTof Bunkokcona

Parameter Before tDCS After tDCS Wilcoxon test

®u3NYecknit KOMNOHEHT 3[10POBbSA ) )

Physical health component 46 [39; 46] 49 [41;52] 0.17

tDmav_HeCKoe q)yHKuMOHMpOBaHme 80 [65; 90] 90 [70; 95] 0,53

Physical functioning

Ponesoe q)yI-IIKLlI/IOHI/IDOBaHI/I.e, 06yCcNnoBneHHOE (hU3NYECKUM COCTOSIHNEM 0[0: 0] 25 [0: 50] 0,04

Role functioning due to physical health

';'“.Te.“c”‘*”.(’”b (20 100 [61; 100] 100 [80; 100] 0,11
ain intensity

061Liee COCTOAHME 3[0POBbS ) )

General health 45 [40; 52] 57 [52; 65] 0,008

Mcuxonoruvecknit KOMNOHEHT 3[0POBbLA . )

Psychological health component EIBRA R 2 LT

>Km3_HeHHaﬂ aKTUBHOCTb 50 [40; 65] 65 [55: 70] 003

Vitality

Cou_manbuog q)yHKuMOHmpOBaHme 50 [38; 50] 63 [50; 75] 0,02

Social functioning

Ponesoe dI)yI-IIKLl,I/IOHI/IpOBaHI/Ig, 06yCNOBNEHHOE 3MOLMOHANbHBIM COCTOSHIEM 0 [0: 100] 67 [33; 100] 0.22

Role functioning due to emotional health

[cmxunyeckoe 300poBbe 56 [48; 64] 64 [64: 72] 0,09

Mental health
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ABJICHA TCHACHIMA K YIYYIICHUIO 0011Iero moKasareJst 3pCHUA
1 YMCHBIICHUIO HpO6)'[eM CO 3p€HUMEM Ha MaJIOM U JAJICKOM
PaCCTOSIHUAX.

Ipn aHamM3e KayecTBa XM3HM IMAIIEHTOB ¢ TIOMOIIBIO OIIPOC-
Huka SF-36 mocne kypca tDCS BbISIBIEHO CTATUCTHYECKH 3HA-
YUMOE YITYYIIeHNE TICHXOIOTMIECKOTO KOMIIOHEHTA 3I0POBBS,
a TaKXe OTHE/IbHBIX €r0 KOMIIOHEHTOB — KM3HEHHOM aKTHB-
HOCTY M COllMaIbHOrO (DyHKIIMOHMpOoBaHMS (Tabn. 2). Kpome
TOTO, HabJToIaIach TEHACHIIMS K YIYUIIEHUIO TTOKa3aTeIs TICH -
XUYECKOTro 310pOBbst. CTAaTMCTUYECKM 3HAYMMOTO YJIyYINEeHMs
(hm3MUecKoro KOMITOHEHTa 3I0POBbSl He OOHApYXeHO, OfHa-
KO II0KA3aHO CTATMCTUYECKM 3HAYMMOE YIyYIlIeHUE TAKUX €ro
KOMIIOHEHTOB, KaK posieBoe (hyHKIIMOHUPOBAHUE, O0YCTOBIEH-
HOE (DPM3MIECKIM COCTOSTHIEM, 1 O0IIee COCTOSTHIE 3M0POBESI.

Bausnue tDCS na axmusnocmo 3amvLi04Hoil Kopol

®MPT g0 u nocne tDCS 6bl1a npoBeneHa y 5 malueHTOB.
B 3 cnyyasx y mammeHTOB ¢ KOPKOBBIM ITOpaxKeHHMEM IIOCTIe
nposeaeHust Kypca tDCS BbIsIBIeHO yBeTnUeHUE 00bEMA aKTH -
BaIlMM 3aTBUIOYHOM KOPBI BO BPEMSI BBITIONHECHHUS 3pUTEIBbHOMN
MapajgurMbl Ha MIaXMaTHBIN MatTepH (pUCYHOK). B 2 ciaywasx
3HAYUTEIIBHBIX M3MEHEHNH 00bEMa 1 JTOKATM3AIlK 30H aKTH-
Baiu nocie Kypca tDCS He oTMeueHo.

Oo0cyxnenne

B pamkax mpoBeIeHHOr0 HEKOHTPOIMPYEMOIO UCCIEN0BAHMUS
nokaszano, yto npumenenue tDCS npu [TUT xapakTepusyer-
Cs1 XOpOIIIel TTePEeHOCUMOCTBIO M OIaroTpusITHBIM TIpoduieM
6e3omacHocTU. BhIsIBIEHO, 4TO mocie mpoBeaeHus 10 ceccuii
aHonHo# tDCS 3atbutouHoit Kopsl y manueHToB ¢ [MTNUT Ha-
OiioaeTcsl CTATUCTMYECKM 3HAYMMOE YJIYYIIEHHE KayecTBa
3PUTEIBHOTO BOCIIPUATHUSI M TICHXOJOTMYECKOTO KOMITOHEHTA
KavecTBa XKU3HU.

[MonyyeHHBIe HAMY TaHHBIE O O€30ITACHOCTH U ITEPEHOCHMOCTH
tDCS npu ITUT B tenom cornacyiorcst ¢ onmyoIMKOBaHHBIMU

IIpumep yBeanuenns 00béMa akTuBamuu 1o AanubiM GMPT y nammenta
c mycroponneii [INT mocie nposenenns kypca tDCS (Bepxuuii psig —
10 kypca tDCS, mnknuii psax — nocie kypea tDCS).

TToka3aHbl 30HbI AKTMBALIMK MPU MPEIbSIBICHUM [IAXMATHOTO PUCYH-
Ka 110 CPABHEHHUIO C KOHTPOJIbHBIMHU YCIOBUSAMHE (6eblil 3KpaH). LlBeT
oTtpaxaet 3HaueHue T. B kaxkioM psifly cieBa HarpaBo: BUJ €33/, BUJL
CcrpaBa, BUJI CJieBa

An example of increased activation volume at fMRI study after a course
of tDCS in a patient with bilateral goststroke hemianopia (upper row —
before tDCS, lower row — after tDCS).

The activation zones are shown when a chess drawing was presented, in
comparison with control conditions (a white screen). The colour reflects
the T value. In each row from left to right: rear view, right view, left view

10

paHee pesyaeratamu [29, 31, 34]. HD 3aperucrpmpoBaHHI
B 9,9% ciyyaeB ¥ MpeaCTaBICHBI IMOKANbIBAHMEM, XOKCHUEM
1 00JIBIO B 00JTACTH JIOKATM3AIMHI 3IEKTPOIOB, a TAKXKE COHJIH-
BOCTbIO, YTO COOTBETCTBYET JAAaHHBIM JUTEpaTyphl 0 HD, B03-
Hukatomwmx npu tDCS [39]. B 6onpiiHcTBe ciyyaes HO ume-
JI1 cnabylo CTeneHb BHIPAXEHHOCTh M HE BJIMSUIM HA XeJIaHUe
nalueHTa npoaokaTh Tepanuio. [pexpamenue kypca tDCS
3aperucTpUpoBaHo B 1 ciiyyae U GbUIO CBSI3aHO C YCHIICHHEM
00J11 B pyKe 1 HOTE y MAlMEeHTAa C MOCTMHCYIBTHBIM LIEHTPaJIb-
HBIM 0OJIEBBIM CHHIPOMOM, KOTOPOE, BEPOSITHO, HE CBS3aHO
¢ buonornyeckuMu 3HeKTaMu CTUMYIISLIUN.

IMpu anammze s¢dekra tDCS Ha KauecTBO 3pUTETBHOTO BOC-
npustus npu [TMI Hamu BBISIBJIEHO CTaTUCTUYECKH 3HAYUMOE
VIyJdIIeHWEe II0Ka3aTeNei, OTpaXalomMxX IepudeprIecKoe
3peHue, MCUXUIECKOe 3M0POBbE, COLMAIbHYI0 aKTUBHOCTh U
3aBMCUMOCTb OT OKpyXaromux. Kpome yiaydiieHus KayecTsa
3PUTEILHOTO BOCIIPHUSTHS, TAKXKE BBISIBICHO YIydIIeHUE TICH-
XOJIOTUYECKOTO KOMITOHEHTa 3M0pOBbsI (B YaCTHOCTH, XKHM3-
HEHHOM aKTMBHOCTH U COIIMAIBLHOTO (DYHKIIMOHUPOBAHMSA) U
OTHEJIbHBIX COCTAB/ISIONIMX (PM3MIECKOTO KOMITOHEHTA 3100~
Bbsl (POJIEBOTO (DYHKIIMOHUPOBAHUS, OOYCIOBIEHHOTO (PU3U-
YeCKMUM COCTOSTHMEM, U OOLLIET0 COCTOSIHUS 310poBbs). TTomy-
YeHHbIe JaHHbIe 0 onoxuTeabHoM dddekte tDCS mpu [TUT
COIJIACYIOTCS C Pe3yJIbTaTaM1 paHee IPOBEIEHHBIX UCCIIeIO0BA-
Huit. B HeOobLIOM (7 = 8) paHAOMU3MPOBAHHOM UCCJIEN0BA-
Huw, mpoBeneHHOM E.B. Plow 1 coaBT. [29], moka3aHo, 4To IpH
couetanuu tDCS (anog — Oz, karton — Cz, 2 MA, 30 MuH 2 pa3a
B JIeHb, 3 pa3a B HelieNo Ha nmpoTsikeHuu 3 Mec) ¢ VRT Habio-
JAIOTCS CTATUCTMIECKM 3HAYMMO 00Jiee BRIPAKEHHBIC pacIli-
peHue rpaHul noJs 3penus (p = 0,021), yBeauueHre TOYHOCTH
pacrmo3HaBaHus cTuMy/IoB (p = 0,043) u ynydmeHue 1o moa-
pazzaeny mkansl LV-VFQ (Veterans Affairs Low Vision — Visual
Functional Questionnaire) 11l OLEHKU 3pUTEIbHO-MOTOPHOM
o6pabotku (p = 0,04) Mo cpaBHEHHIO ¢ MPOBEACHUEM TOJIBKO
VRT. B HebonbIioM (n = 14) OTKPHITOM UCCAEAOBAHUM BBISIB-
neHo, uto couetanue tDCS (anox — O1 mwm 02, xarox — Cz,
2 MA; 20 muH 1 pa3 B ieHb, 5 gHeili B Heaemto, Beero 10 ceccuit)
1 VRT npuBOIUT K CTATUCTUYECKU 3HAYMMO 0OJiee BbIpaXkKeH-
HOMY YBEJMUYEHUIO TOPOTa YyBCTBUTEIBHOCTH 110 TAHHBIM CTa-
TUYECKOI MEPUMETPUU TI0 CpaBHEHMIO ¢ MOHOTepanueii VRT
[31]. Kpome Toro, monoxurenbhblii a¢dekr tDCS mpu [MTUT
BBISIBJIEH B HECKOJIbKMX OMMCAHUSIX KIMHUYECKMX HaOJome-
Huit [32-35].

Mexanusmbl 3ddekra tDCS 3aTbLIOYHON KOPBI MPU TEMHU-
AHOIICUM OCTAIOTCS O HACTOSIIIET0 BPEMEHH HEIOCTaTOYHO
M3y4eHHBIMU. B 1cCenoBaHUsX Ha 3MOPOBHIX TOOPOBOJIBIIAX
nokaszano, 4to tDCS oka3sbpiBaeT MoayaMpyommii 3¢dexT Ha
BO30YIMMOCTb 3aThJIOYHOM KOpHl. B 4acTHOCTHM, IOKa3aHo,
yro aHomHas tDCS (anom — Oz, katon — Cz, 1 MA, 10 MuH)
MPUBOIUT K CTATUCTUYECKU 3HAYMMOMY CHIDKCHHUIO IOpora
BOZHUKHOBEHHUST (POCHEHOB HETIOCPEACTBEHHO TOC/E W Yepe3
10 MUH 1TOCIIe OKOHYAHUS CTUMYJISIINM, B TO BPeMsI KaK KaToI-
Hast tDCS (katon — Oz, aHox — Cz) oKa3bIBaeT MPOTUBOIIO-
noxHsIi 3ddekr [40]. Kpome TOr0, BBISIBIEHO, YTO aHOTHAS
tDCS yBennuuBaer, a KatrogHas tDCS, HanpoTUB, yMeHbILIAET
aMmumTyny mika N70 3pUTelbHBIX BRI3BAHHBIX ITOTEHIINAIOB
[41]. Moka3arenscTBoM Moayiupyioniero addekra tDCS Ha
3PUTENBHYI0 KOPY SIBJISIETCS TAKKe BO3MOXKHOCTb MHIYKIIVH
KPaTKOBPEMEHHOTO Y/IyUIICHUS CTATUYECKON M IUHAMMIYE-
CKOM KOHTPACTHOW YYBCTBUTEJIBHOCTH C TIOMOLIBIO aHOMHOI
tDCS [42]. T.L. Costa u coaBr. [43] BEIIBUIN, YTO TIPOBEACHIE
aHomHoi tDCS 3aThIIOUHOI KOpPBI COMPOBOXIAETCS CHMXKE-
HUEM TI0pOoTa BOCIIPUSTHS B HAU0OJIee SKCIIEHTPHIHBIX TTOJISIX
3peHusi. Kpome ommcaHHBIX BbIIIe KPaTKOBPeMEHHBIX 3 dek-
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TOB, YCTAHOBJIEHBI TAKXKE HOJTOBPEMEHHBIE 9(D()EKTHI HECKOIb-
kux ceacoB tDCS Ha 3putenpHoe Bocnipuste. J.R. Behrens u
coaBT. (2017) nokazanu, yro aHoaHasa tDCS (1,5 MA, 20 mMuH,
1 pa3 B icHb B TeUeHHME 5 THEI) BRI3BIBACT CTATHCTUYCCKY 3HA-
YUMOE YIYUIIeHUEe KOHTPACTHOM YyBCTBUTEIbHOCTU, HAUMHAS
€O 2-TO THS CTUMYIISIIINH, TIPUYEM 3TOT 3QPEKT B OTHOIIEHUN
LIEHTPANbHBIX 2—4° MOJIS 3peHMsI COXpaHSIEeTCS B TeUeHHe KaK
MUHUMYM 4 Hejl TIoc/ie OKOHUaHMS Kypca U3 5 mpouenyp [44].

[Ipenmonaraercs, 4To B OCHOBE BOCCTaHOBJIEHMs MOJEH 3pe-
Hus ipu [TAT MoryT Texars HeliporiacTHIeCKIe N3MEHEHMS,
CIIOCOOCTBYIOIIME aKTUBALIMM COXPAaHHBIX HEMPOHOB M BO-
BJICUEHUIO IKCTPACTPUApHO# 3puTebHOM Kophl [18, 40, 45].
B mccnenoBanusax ¢ mpuMeHeHHeM (DYHKIIMOHATBLHON Hei-
POBM3yaIM3aLMM TO0Ka3aHa BO3MOXHOCTb BBISBICHUS MpPU
TeMHUAHOIICUY HeOOBIINX 30H aKTUBALIMK B TIEPBUYHON 3pH-
TeJbHOM KOpe Ha CTOPOHE MOPaXEHHMS TP paclo3HaBaHUU
3pUTEIbHBIX CTUMYIOB [8, 46]. Kpome Toro, y manmeHTOB ¢
IeMHAHOIICHEl MOXKET BBIABIITLCS (PEHOMEH «IOXHOM ClIerno-
ThI», IPM KOTOPOM TAIMEHT CIIOCOOEH K 3pUTENTbHOMY BOCTIPH-
SITUIO B TIOPaXKCHHOM TI0JIe 3pCHMS, HO He 0CO3HAET 3TOTO [47].
Hanuuue ¢eHOMeHa «I0XHOM CIEMOThl» MO3BOJISIET TPEATO-
JlaraTh BO3MOXHOCTb COXPAHEHUS Pe3UIyaibHOl 3pUTEIbHOM
(byHK1IMM B TopaxkeHHOM T1oie 3peHus [47, 48]. bonbioe 3Ha-
YeHHe MOTYT MMETh 00J1aCTH, OKPYXAIOII1E OYar MopaxeHusl,
M3MEHEHMEe aKTUBHOCTH KOTOPBIX MTPY TeMUAHOIICUH aCCOIIM-
HPOBAHO C BOCCTAaHOBJICHUEM IOJIEH 3peHMsI 10 JaHHBIM KC-
MePUMEHTATLHBIX ¥ KIMHUIECKUX uccaenoBanuit [32, 49, 50].
DddekT aHOTHOIM CTUMYNISLIUY TIPU TeMUAHOTICY MOXKET OBITh
CBSI3aH C yBeJNMYEHWEM BO30OYIMMOCTH W WHAYKIIMEH Helpo-
IUIACTMYECKUX M3MEHEHUH B Pa3IMYHBIX YYaCTKAX 3pUTEIbHOM
KOpbl. B CBSI31 ¢ 3TUM HEOOXOIMMO OTMETHUTD, YTO B 3 CITydasixX y
MAIMCHTOB ¢ TeMUAHOIICKEN M KOPKOBBIM ITOPAKECHIEM ITOCIIE
nposeaeHus Kypca tDCS HaMu BHISIBIGHO yBeIMYeHHEe 00bEMa
AKTHUBALIMU B 3pUTEJIbHOI KOpe 110 faHHbIM GMPT co 3putess-
Hoit mapagurmoit. Panee M.A. Halko u coaBr. [32] B KiuHuYe-
CKOM HaOJIOIEHUH TTallMeHTa ¢ TeMUaHOIICUEN BBISIBUIIM, YTO
nocne xkypca tDCS (anom — Oz, katon — Cz; 2 MA; 30 MuH;
3 nHs B Hezmemo, 3 Mec) B codetanuu ¢ VRT Habmonaetcst yBe-
JIMYeHNE aKTHBAIlMM B 3aTBUIOYHON KOpe, COOTBETCTBYIOIIEE
pacrpeneNeHUIO AEKTPUIECKOTO MOJIsI B TKAHW MO3Ta 10 aH-
HBIM KOMITBIOTEPHOTO MOJIETMPOBAHUSI.

B Oymyummx ucciemoBaHUSX HEOOXOAMMO YTOUHEHME OITH-
MAaJIbHBIX TTapaMeTpoB IpoTokojia tDCS mpu reMmaHoIICHH,
B YaCTHOCTHM, MOHTaxa 3JIeKTpoioB. B HacTrosiiem uccieno-
BaHUM TIPU OJHOCTOPOHHEM TOPAXEHUM MbI MCIIOJIb30BAIN
MOHTaX C pacrojoXeHHeM aHofia Hap snekTponoM Oz u ka-
Tona Hap ajekTponoM Cz, s KOTOpOro paHee ObLia MoKasa-
Ha CITOCOOHOCTh MOMYJIALIUHU TOpora (Goc(eHOB y 3TOPOBBIX
noopoBosbleB [40]. KpoMme TOro, 3ToT Xe MOHTaX 3J1eKTpO-
TIOB OBLI MCITOTb30BAaH B PAHIOMU3UPOBAHHOM HCCICIOBAHUI
E.B. Plow u coasr. [29]. AnbTepHaTUBHBIM BapUAHTOM MOXKET
OBITh pacnonoxkeHue aHofa Haf 3atbutovHoi (O1 wiu O2 B 3a-
BUCUMOCTH OT CTOPOHBI TOpaxkeHus) [31] nnm TeMeHHO-3aThl-
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nouHoit (PO4 wmm PO3) xopoit Ha ctopoHe mopaxeHus [34].
ITpu nBycTOpOHHEM MOpakeHMM 3aThLIOYHOM KOPBI HAMU ObLIT
UCIIOIh30BaH MOAUGDUIIMPOBAHHEIN MOHTaX C ABYMS aHOTAMU
(011 02) uxaronamu (Fpl u Fp2) ni1st omHOBpeMeHHO# aHOI-
HOM CTUMYJISIIMU 3aThIJIOYHOM KOPBI C IBYX CTOPOH.

BaxxHo OTMeTHTB, YTO B TIPOBENCHHBIX K HACTOSILEMY BpeMe-
HU pab0oTaX He U3ydeHa BO3ZMOXHOCTb KATOMHOM CTUMYISLIMI
3aTBUIOYHOM KOpPbl HEMOPaXeHHOTO IOJIyIlapys, KOTOpOe
MOXET UTPaTh OOJBIIYI0 POJIb B PEOPTAHU3ALINY 3PUTEITHHON
CUCTEMBI NP €€ ONHOCTOPOHHEM mnopaxeHuu. [Ipu remma-
HOTICUY BO3MOXHO YBEJIMYEHME aKTUBAIIMH 3aThJIOUHOM KOPBI
HEMOPAXEHHOTO MOMYLIAPUS IIPH MPEIbIBICHUM CTUMYIIOB B
UICUIaTepaJbHOE MOJIE 3PEHUSI, YTO MOXET CIIOCOOCTBOBATDH
KomrreHcary Gyakuuu [§8, 51, 52]. C apyroii CTOpOHBI, yBe-
JIMYECHUE AKTUBHOCTH 3PUTEIbHOM KOpHI HEIOPaXeHHOIO
TIONYIITIApUST MOKET UTPATh HETAaTUBHYIO POJIb BCJIENCTBUE MH-
rUOMPOBAaHNSI 3PUTEIbHOM KOPHI MOPAKEHHOTO MOMYLIAPHSI,
YTO 3aTPYAHAET BOCCTAHOBICHUE €r0 (DYHKIMI (MOIENb MEX-
HoJymapHoi KoHKypeHImu) [20]. D10 ompemenser Ieaeco-
00pa3HOCTb MPOBEAEHUS UCCICAOBAHUI ¢ «MHTUOUPYIOIEH»
(KaTomHOIf) CTUMYJIALIMCH 3aTBUIOYHOM KOPHI HEMTOPAXKEHHOTO
noaymapust [20] (aHaJOTMYHO MPOTOKOJIAM, MPUMEHSIEMBIM
MIPU JBUTATCJIBHBIX M PEYEBBIX HAPYIICHWSX), XOTS HeEJb3s
UCKJIIOYUTb, YTO POJIb HEMOPAXEHHOIO MOJIYIIAPMS MOXET
PazIuyaThcs B 3aBUCUMOCTH OT JIOKATM3ALMK U TSKECTH T10-
paxeHus..

OrpaHWYeHNs] HACTOSIIIIETO MCCIIENOBAHMS CBSI3aHbI C HEDOIb-
IIAM pa3MepOM BBIOOPKM MAIIMEHTOB, OTCYTCTBUEM KOHTPOJIS
U MpUMeHeHueM i oleHKH 3¢ dexTta tDCS Tonbko cyobek-
TUBHBIX KIIMHIYECKUX mKaj. [IpuMeHeHne B OyIyIIX nUccie-
JIOBaHUsSIX 00 BEKTUBHBIX METOIOB UCCIEI0BAHUS (TEPUMETPHS
U [Ip.) MOXET UMEThb 00JbLIOe 3HAYeHUe s 00jIee TOYHOTO
omnpeneneHus apdexrruBHocTr mpumeHeHus tDCS npu remua-
HOTICUM ¥ YTOUHEHWsI MEXaHM3MOB TepaneBTUIecKoro addex-
ta. Kpome Toro, B oTmmume oT paHee MPOBEAEHHBIX MCCIEIO-
BaHui [29—31], B Haleit paboTe malKeHTaM He MPOBOIUIACH
VRT. YuuteiBast, uro tDCS He BBI3BIBacT (pOpMHUPOBAHUS TI0-
TeHLMaNa ACHCTBUS, TIPUMEHEHNE 3TOr0 METOAa MOXKET OBITh
6osee 3pHeKTUBHBIM MTPU KOMOWHAIIMK C APYTMMU METOIAMU
peadbunuTanun [23]. Takke HEOOXOOMMO OTMETHUTh, YTO TIPU
MOHTaXe 3JIeKTPOIOB C Jokanusauueid aHoma Hax Oz, uc-
MOJIb30BAaHHOM B HAIlIeM M HEKOTOPBIX APYTUX UCCISIOBAHUIX
[29, 33], mpoucxoaUT OTHOBPEMEHHAs! aHOAHASI CTUMYJISLIUS
3aTBUIOYHOM KOPBI KaK TIOPaXEHHOTO, TaK U HETIOPaXXEHHOTO
TOJTYIIAPHSI, YTO MOXET MMETh HETaTUBHOE 3HAYEHHUE C TOUKU
3pEHMUsT MOJIEJI MEXTIONYIIapHOi KOHKYpeHInu. JIyis onpene-
neHns Haubojee addexTuBHOro nportokona tDCS mpu ITUT
HEeoOXOIMMO TMPOBEAEHME KPYITHBIX KOHTPOJIMPYEMBIX PaHIO-
MU3HPOBAHHBIX MCCIENOBAaHUI C MOIEIMPOBAHNEM pacIipe/e-
JICHUS 3JIEKTPUYECKOTO MOJIS M aHAIM30M Helipodusuonornie-
CKUX 3(PEKTOB CTUMYJISILIAK TTPY UCTIOIb30BAaHUH PA3TMYHOTO
MOHTaXa 3JIEKTPOIOB ¥ C YYETOM JIOKAIU3ALUH U TSDKECTH T10-
paxeHus 3pUTeIbHOI cucteMsl [20, 32].
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JlnarHoctru4yeckasl 3Ha4YMMOCTbD
MHTPATEeKaJIbHOIO CUHTE3a
MMM YHOIJIOOYJIMHOB ITPOTUB BUPYCOB
KOPU, KPACHYXU 1 BETPSIHOM OCIIbI
B IM(ppepeH1InaTbHON TUAaTHOCTUKE
IEMUETVHU3UPYIOINMX 3a00JIEBAaHU N
LIEHTPAJIBHOM HEPBHOM CUCTEMBI

AH. Mommnuxosa', C.B. Tamun', B.JI. Hazapos!, B.C. Kpacuos', K.C. Tossizenko', E.A. Cypkosa!, B.H. Casocsnopa’

'@I'b0OY BO «Ilepsniii Canxm-IlemepGypeciuii 20cydapcmeenbiil MeOuyuHcKuil yHusepcumen
umenu akademuxa U.I1. Ilasnosa», Cankm-Ilemep6ype, Poccus;
2QI'BY «llemckuii hayyno-KAunuMecKuil yenmp unexyuonnvix 6oaesnei», Cankm-Ilemepdype, Poccus

Beeoenue. B ocnose aymoummynnoeo ocnanenus npu paccesuiom ckaepose (PC) aexcum noaukaonanvhas akmugayus B-aumpoyumos 6 yenmpann-
HOIl Hep8HOII cucmeMe ¢ nocaedyioueli UHMPamexatbHol npodykyuel uMMyH02A00YAUH08, KOMOpas 00yCA06AeHA CUHME30M AHMUMEN K UPYCaM Kopu,
kpacryxu u empsroii ocnol (MRZ-peakyus).

Ileav uccaedosanus — oueHumo 803MONCHOCMD UCNO0Ab306aHUS UHOeKca IgG, 0AU0KAOHAABHOR0 CUHME3A UMMYHO02A00YAUHO8, K0Idduyuenma npo-
HULAEMOCIU 2eMAMO3HYePaiuueckoeo 6apvepa, cneyuguyeckux uHdexcoe aHmumen RPOMUE BUPYCO8 KOPU, KPACHYXU U 6eMPIHOL OCHbL C PACUEMOM
MRZ-peaxuuu 6 duacrnocmuke PC, onmukoHetipomueauma u ocmpoeo 0ucceMuHUpo8anH020 dHyedaromuesumd.

Mamepuaavt u memoowt. B uccaedosanue exniouens: 40 nayuenmos ¢ duaenozamu: PC (n = 19), ocmpuiii duccemunuposannviii sxueasomuensum
(n=11), onmuxonetipomueaum (n = 10). [loxazameau umpamexaibnoeo Cunme3sa onpeoensau y 6cex nayueHmos 8 napHvix 06pasuax yepebpochuHaIbHol
ACUOKOCIU U CbIBOPOMKU KPOBU.

Pesyavmamor uccaedosanus. B obcredosannoii epynne MRZ-peaxyus seasemcs evicokocneuuguynbin mecmom 04 duaenocmuxu PC u ne ecmpeua-
emces npu ONMUKOHeHpoMuesume u 0CMpoM OUCCeMUHUPOBAHHOM SHUedatomueaume, 8 Mo epeMs Kax nogviuienue undexca cunmesa IgG ommeuaemes
moavio y 90,5% nayuenmos ¢ PC, a oaueoxaonanshoiii IgG Gvia 06Hapyxcen auus 6 71,4% cayyaes. Ipu PC ne xapakmepHv nogoiuiennbie nokasamenu
K0agpuyuenma arb0ymMuna, KOMopslii Xapaxmepusyem 6bipalceHHOCMb NPOHUUACMOCIY 2eMAmMOdHYedanuueckoeo bapoepa.

3akarouenue. MRZ-peakuus seasemcs gvicokocneyuguunvim aabopamoprvim mapkepon eepuguxayuu PC, a makce nozgoasem npogodums dugge-
penyuanshyio duaerocmuxy PC ¢ dpyeumu OemuesuHu3upyromumu 3a001e8aHUAMU.

KmoueBbie cioBa: MRZ-peakyus; unmpamexanvHvlii CUHMeE3 UMMYHO2A00YAUHO08; 0aueoKAoHabHbllL IgG; Koagduyuenm anvOymuna;
undexc IgG; demuenrunuzupyrouue 3a604e6aHUs,; UCHMPAAbHAS HEPEHAS CUCIEMA.

M cTounuk hpMHAHCHPOBAHHSA. ABTODPHI 3asBIISAIOT 00 OTCYTCTBUH (DMHAHCHPOBAHUS TIPU TIPOBEICHUH MCCICIOBAHIS.

Kondaukr uaTepecoB. ABTOpBI IEKIApUPYIOT OTCYTCTBHE SIBHBIX U IIOTCHIMATBHBIX KOH(JIMKTOB MHTEPECOB, CBSI3aHHBIX C MyOJIMKa-
LIMeN HACTOSILIEN CTaThU.

Anpec nna koppecnonaenman: 197022, Cankr-Iletepoypr, yi. JIbBa Tosctoro, 1. 6/8, kopr. 28. ®I'bOY BO IICII6TMY

nM. akaz. U.11. [TaBiosa. E-mail: moshnikova-anna@mail.ru. Momnukosa A.H.

Ilns marupoBamns: Morraukosa A.H., Topbauesa A.B., Jlammua C.B., Hazapos B.1., Kpacaos B.C., Hossinenko K.C., Cypkosa E.A.,
CaBoctbsiHoBa B.H. /Inarnoctuyeckas 3HaUuMMOCTb MHTpaTeKaIbHOTO CHHTE3a MMMYHOTIO0YIMHOB IMTPOTUB BUPYCOB KOPH, KPACHYXU
1 BeTPSTHO OCIIBI B MU hepeHIINATbHON TMarHOCTHKE IeMUACTTHU3NPYIOLINX 3a00/IeBaHIIA ICHTPATbHON HEPBHOM CHCTEMBI. AHHANb!
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The Diagnostic Significance of Intrathecal Synthesis
of Antibodies Against Measles, Rubella, and Varicella
Zoster Viruses in the Differential Diagnosis
of Demyelinating Diseases of the Central Nervous System

Anna N. Moshnikova', Sergey V. Lapin', Vladimir D. Nazarov', Vladimir S. Krasnov!, Ksenia S. Dovidenko',
Elena A. Surkova!, Valeria N. Savostyanova?

!Pavlov First Saint Petersburg State Medical University, St. Petersburg, Russia;
?Pediatric Research and Clinical Center for Infectious Diseases, St. Petersburg, Russia

Introduction. The basis of autoimmune inflammation in multiple sclerosis (MS) is the polyclonal activation of B lymphocytes in the central nervous system,
followed by intrathecal immunoglobulin production, caused by the synthesis of antibodies to measles, rubella, and varicella zoster viruses (MRZ reaction).

The study aimed to assess the possibility of using the IgG index, oligoclonal immunoglobulin synthesis, the permeability coefficient of the blood-brain barrier,
specific indices of antibodies against measles, rubella, and varicella zoster viruses with the calculation of the MRZ reaction in the diagnosis of MS, neuromyelitis
optica, and acute disseminated encephalomyelitis.

Materials and methods. The study included 40 patients with the following diagnoses: MS (n = 19), acute disseminated encephalomyelitis (n = 11), and
neuromyelitis optica (n = 10). Intrathecal synthesis indicators were measured in all patients in paired samples of cerebrospinal fluid and serum.

Study results. In the study group, the MRZ reaction was a specific test for the diagnosis of MS and was not found in neuromyelitis optica or acute disseminated
encephalomyelitis. An increase in the IgG synthesis index was observed in only 90.5% of patients with MS, and oligoclonal IgG was detected in only 71.4%
of cases. Elevated albumin quotient values are not typical for MS, which characterizes the degree of permeability of the blood-brain barrier.

Conclusion. The MRZ reaction is a highly specific laboratory marker for verifying MS. It also enables differential diagnosis of MS and other demyelinating
diseases.

Keywords: MRZ reaction;, intrathecal immunoglobulin synthesis; oligoclonal IgG; albumin quotient; IgG index; demyelinating diseases; central
nervous system.
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Bsenenue Wutpatekanbhbiit cuHte3 (MC) MMMYHOIIOOYNTMHOB Tpea-
CTaBJsIeT 000 (DeHOMEH ITOBBHIIICHHOHN IMPOOYKIINU MMMY-

Haubosee pacnpocTpaHeHHBIM MpeAcTaBUTEIEM TIPYIIbI JAe- HOIJIOOYJIMHOB 3a reMatosHuedannyeckuM Oaprepom LIHC.

MUETMHU3MPYIONINX 3a00J1eBaHUN IEHTPATbHOI HEPBHOM CU- Ommucanbl 4 BO3MOXHBIX ITYTH MHTPATEKATbHON IIPOXYKIMN

crembl (ITHC) sBnsiercst paccestnublit cknepo3 (PC), KoTophlii MMMYHOTJIOOYJIMHOB:

XapakTepu3yeTcs: MHOroo0pa3reM KIMHWYECKUX TPOSBICHMIA 1) mIa3MOIMTAMK TPETUYHBIX SKTOIMMYCCKUX JTMM(GOUTHBIX

1 BOJIHOOOpPA3HBIM TeYEHMEM IaTOJIOTMYecKoro mpouecca [3]. (bonnukymnos;

HuddepeHumnanbyasg auarHoctuka PC ¢ gpyrumu Bocmanu- 2) JUTUTENTbHO XUBYIIMMHU TIJIa3MaTHYECKUMU KJIeTKaMu, Auc-

TeJBHBIMM  JeMUCTUHI3UPYIOINMU  3a0ojeBanusimu  [THC (bepeHIIMPOBAaHHBIMU U3 KJIETOK ITAMSITH,

3aTpyIHEHa BapuaOelbHON KIMHUYECKO KapTHHOW 3a0oJe- 3) m1a3MOLIMTaMU, aKTUBUMPOBAaHHBIMU U3 B-KJIeTOK mamsiTu

BaHus. Onrukoneiipomuenut (OHM) u ocTpblii TucceMUHU- IIHC nox BausiHUEM MTPOBOCTIAIUTENBHON CPEIbI;

poBaHHBI 3HIEhaToMueaut (ODM) mpencrapiasioT coboit 4) IMMYHOTJIOOYTMH-CEKPETUPYIOIIMMHI  KJIETKAMM, TIPOIIE/I -

HO30JI0TUH, MMEIOIINE CXOXHe KIMHUYECKUE TIPOSIBICHUS C muMu 1 HepeHIIMPOBKY BO BTOPUYHBIX JTUMGOUIHBIX

PC, Ho oHM pa3nMJaroTCsI MEXIY 000 IT0 TTATO(PH3MOIOT Y- opraHax, nonanaroumx B LIHC n HakammBaomumxces B o4a-

CKOMY TEUEHHI0, JICYEHHIO U MPOrHo3y 3adboneaHus [30]. Bos- rax BOCHaJeHMs] BHE 3aBUCMMOCTU OT MX aHTUIEHHOH cIie-

MOXHOCTb paHHEH ITOCTAHOBKM TOYHOTO IMArHO3a BaXXHA IS muduaHocT [9].

BbIOOpA TAKTUKH OaJbHEUINEro BeACHUs MalMeHTa 1 1moaoopa

onTUMaTbHOM Tepanuu. OlieHKa 1ab0paTOPHBIX MapKEPOB MH- OCHOBHBIMM JTAOOPATOPHBIMU MapKepaMM, XapaKTepu3ylo-

TPaTeKaJbHOTO CMHTE3a MMMYHOIJIOOYJIITHOB MOXET IIOMOYb B mumMu MC MMMyHOTJTOOYIMHOB, SIBISIIOTCS MHAEKC CHUHTE3a

MOCTaHOBKe nuarHosa [1, 3]. IgG u omiroxmonansHEe TIonock IgG (OKIT). ®dernomen UC
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MMMYHOIJIOOYTMHOB HaOI0TaeTCS TP MHOTHX MMMYyHOBO-
cnanuteabHbIX 3a00aeBaHusgx LIIHC, B tom uncine PC, OHM u
OJI9M, a Takke psine MHPEKIMOHHBIX 3ab0meBanmii [2,4]. [o
JIMTEepaTypHBIM TaHHBIM, BCTPEUaeMOCTb IOKa3aTellsl MHIeKCa
IgG y mauuentos ¢ PC cocrasnger 70-80%, nokasatens OKII
80—90% [6]. ¥V nmauueHtoB ¢ OHM mnoBblllleHHbIE 3HAYEHUS
nunekca IgG, kak n OKII, Berpevatores B 10—30% ciydaes [7].
BerpedaeMocTh TOBBIIIEHHBIX 3HAYCHWI MHIEKcA cuHTe3a IgG
y naireHToB ¢ OJIBM, mo JaHHBIM JUTEPaTyphl, COCTABISET
50%, a OKIT — 57% [8]. I1oaToMy, MCIIONB30BAHKE TAHHBIX
JabOpaTOPHBIX TECTOB B KauecTBe MapKepoB IubdepeHIy-
anbHoit quarHoctuku PC, OHM u OIIOM He npeacTapisieTcs
BO3MOXKHBIM.

Eme onnoit xapakrepuctukoit MC uMMyHOTIO0yTMHOB $IB-
nsercs MRZ-peakiusi, Kotopasi mpeacTaBiseT co00il KoM-
TUIEKCHBIN JTAOOPaTOPHBINA TOKA3aTeNlb, XapaKTepU3YIOIIUii
MHTpaTeKaJbHBII CUHTE3 aHTUTEN K aHTUTeHAM BHpPYCa KOPH
(M-measles), kxpacHyxu (R-rubella) 1 Bupyca BETpsSIHOI OCTIBI
(Z-varicella zoster). UIMMyHHTET K 3TUM BUPYCHBIM WH(bEKIIM-
SM NIpYMoOpeTaeTcs Npy BaKLIMHALMY WU TTOCTIE TIEPEHECEHHON
WHQEKIMHN, TTOITOMY TaKOW CHMHTE3 aHTHUTEN 4acTO Ha3bIBAIOT
«aHaAMHeCTUYeCKUM». [IpomyKIsg aHAMHECTYECKUX aHTHUTE
coctaBnsier 2% OT BCEro MHTpaTeKalbHO CHHTE3MPOBAHHO-
ro IgG u HUKAK He CBSI3aHA C PEIUIMKAIMEH caMMX BHPYCOB B
nepebpocnuHanbHoi xuakoct (LICXK), yro moaTBepxaaeTcs
OTPUIIATCIBHBIMU PE3YIbTaTaMK MOJIEKYJISIPHBIX METOIOB HC-
cnepoBanus LIC2K [10, 12, 13]. OtMevaeTcst B3aUMOCBSI3b MEX-
1y YPOBHEM MMMYHM3AIIMW HACENeHUs B MOMYMISAIMU K KOH-
KPETHOMY BUPYCHOMY ar¢HTY U KOJMYECTBOM MHTPATEKaIbHO
CUHTE3UPOBaHHBIX aHTUTeN Mpu PC K 1aHHOMY BO30OYIUTEINIO
[23]. Homucmendnyueckii IMMYHHBIH OTBET XapaKTepU3yeT-
s IJTUTENIbHOM CTaOMJIbHOM KOHIIEHTpaLMell aHTUTEN, B OTJIU-
Y1e OT OCTPBIX BOCHAIUTETHLHBIX 3a00Ie€BaHUM, TTPU KOTOPBIX
HaOJII0IaeTCs SKCIOHEHIINANbHOES CHIDKEHME KOHIEHTPALUN
anTuten [12]. Kpome Toro, mist ocTpbIX HeHpOUHGMEKIIMOHHBIX
TMIPOIIECCOB XapaKTepHO OoJiee 3HAYMMOE TIOBHIIICHHE TT0Ka3aTe-
Jiell UHTpaTeKaIbHOTO CMHTE3a UMMYHOIJIO0YIMHOB, COCTABIS-
tomiero 10—20% ot obutero IgG [12, 13]. TTo pe3yasratam psiza
uccienoBanuii, MRZ-peakuus sBnsietcs Haubonee CIEIM-
(buyHBIM MapkepoM B nuarHoctuke PC, co cienuduyHOCTbIO
Boie 95% [10, 11, 14, 15]. YyBcTBUTENbHOCTb MOKA3ATENs
Bapbupyer ot 48% o 78% [10, 11]. HecMoTpst Ha oTHOCHTETBHO
HU3Ky10, 1o cpaBHeHuto ¢ OKII, pacipoctpanénnocts ipu PC,
B COOTBETCTBME C JUTEPAaTypHbIMU NaHHbIMU, MRZ-peakiius
He oOHapyxuBaeTcs npu 3aboneBaHusx criekTpa OHM, a takke
npu OJI9M [10—12].

He.]'ll) NCCICO0OBAHUA COCTOsIa B OLECHKE HHaFHOCTH‘{CCKOﬁ
HHEHHOCTU nokasarejiei MHTPATCKaJIbHOI0 CHUHTE3a IIpU PC,
OHM 1 OJIDM.

Marepuasl 1 METOIbI

B uccnenopanme BKIOueHO 40 IMAIlEHTOB, HAOMIOMABIINXCS
B knuHuke HeBposoruu [ICII6IMY u JleTckoM HaydHO-KIM-
HUYeCKOM IieHTpe MHpeKkImoHHbIx bone3neit ®MBA. B 1-10
rpyniny (1 = 19) BKIIOYEHBI TMALUEHTHI ¢ JOCTOBEPHBIM IHUa-
rHozoM PC Ha ocHoBe muarHoctuueckux KputepueB Mak/lo-
Hanpaa 2017 roma. Bo 2-10 rpymmy (rpymma OJI9M) Bonutn
11 malmeHToB ¢ OCTPHIM TUCCEMUHUPOBAHHBIM 3HLEDaTOMUE-
mitoM. B 3-10 rpymmmy (rpymima onTHKOHEHpOMUEINTa) BKITIO-
yeHbl 10 mamyeHToB ¢ 6ose3Hblo JleBuKa.

Kputepun BkmoueHus B rpymnimy nauueHTos ¢ PC:
* BO3pacT cTapiue 18 jeT;
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* HaJIM4yKe oyaroB AeMuenrHu3anuu Ha MPT ronoBHOro Mo3ra;
* IMarHo3 «aoctoBepHblii PC» cormacHo kputepusim Mak]lo-
Hambaa (2017 ).

Kputepun MCKITIOUEHUS: HEBPOJIOTUUECKUE, ayTOMMMYHHBIE,
OHKOJIOTUYECKHE, OCTphle MH(DEKIIMOHHbBIE 3a00IeBaHUS, TsI-
Kenask coMaTideckast MaToJIoTHsT Ha MOMEHT B3SITHsI OroMare-
puana.

Bcero B rpynmy PC 0butn BKITIOUEHBI 9 XeHIMH U 10 My>X4¥H.

Kpurepuu Bxitouenus B rpynmny OHM:

+ nuarHoctiyeckue kpurepun (D.H. Miller u coast., 2008),
YTOYHEHHbIE MEXITYHAPOIHOI paboyeit rpymmoii;

* BO3pacT crapure 18 jet;

* HaJIMYKe HEBPUTA 3PUTEIbHOIO HEpBa M MUEIIUTA;

* MOJIOXUTENbHBIN PE3yNbTaT UCCIENOBAHUS HA aHTUTENAa K
aKBaTnopuHy-4;

* HaJlM4M€ HEMNpEepbIBHBIX OYAroB IMOPaXeHUs 10 MaHHBIM
MPT-uccnenoBanuii, pacrpocTpaHsSIONIMXcI Ha 3 1 bojee
MTO3BOHOYHBIX CETMEHTOB.

Kputepuu vckioueHus: HATMYKE 04aroB AeMUETUHU3AIUY Ha
MPT ronoBHOro Mo3ra, xapaktepHsix uist PC, Hanmuuue npyrux
AyTOMMMYHHBIX U HEBPOJIOTUYECKUX 3200/IeBAaHUT.

B manHyI0 rpymnmy nccireqoBaHUi ObUTH BKITIOUCHBI 9 XXSHIIMH
1 1 MyXX4MHa.

Kputepun Bkmouenus B rpynmny OAOM:

* KpYIIHBIE, aCCUMETPHYHBIC Oodyard 1o pesyasratam MPT-
MCCIIe0BAHMI TOIOBHOTO MO3Ia;

* HajJIMYMe OCTPOro MHGEKIMOHHOrO IMpoliecca B aHaMHE3e,
TIPEIIIEeCTBYIOMIETO IOSIBJICHIIO CUMITTOMOB 3200JICBaHIS

* OCTPOE Pa3BUTUE HEBPOJOTMYECKOM CUMIITOMATUKMY.

Kputepun wuckmoueHus:: MHPEKLIMOHHBIE, aYyTOMMMYHHEIE,
OHKOJIOTUYECKHUE U APYTHX HEBPOJIOTMYECKUE 3a00eBaHUsT Ha
MOMEHT B3sITHs O1oMaTepuaa.

B nanHyto rpymnmy ucciaenoBaHui ObLIM BKIOUEHB 10 XKeHIIUH
1 1 MyXX4MHa.

Y nmanueHToB MCCIeMyeMbIX TPYIIT ObUIN OTIPEeNeNeHbl CleTy-
IolIKe Mokaszatean B mapHbix obpasuax LICXK u chiBopoTku
kpoBu: KoHleHTpauus CJIL-Ig kanmna u sambaa, ans0ymuHa,
IgG u cnenuduyeckue IgG mpoTHB BUPYCOB KOPH, KPACHYXU 1
BeTpsiHOM ocribl, Hamuuue OKII.

OKII ompenensuii ¢ UCMONb30BAHUEM AUATHOCTUYECKUX HA0o-
pos upmsr «Helena Biosciences», CJILI-Ig xarma u xamoma —
HabopoB «[lourHoCT», KOHLEHTPALIMU aTbOYMUHA U OOIIETro
Ig B chiBOpoTKE KpoBU — HabopoB pupMbl «BioSystems», 00-
nmii 1gG n anpdymun LICXK — pearenroB ¢upmbl «Siemens
Healthcare», cnenuduyeckue anturena knacca IgG npotus Bu-
PYCOB KpacHYXH, KOPY ¥ BApPYCa BETPSHOI OCIIBI B CHIBOPOTKE
n HCXK — nuarHoctnueckux HabopoB pupmbl «Euroimmuny.

B ocHoBe omnpeneneHnss MRZ-peakiiuy nexxur pacyeT 1IeJI0ro
psIa ImoKasaTelnei, KOTopble TO3BOJISIOT OTIMYUTh MHTpaTe-
KAaJIbHO CUHTE3MPOBAHHBIE AHTUTE/IA OT TeX aHTHUTEN, KOTOPhIE
MOCTYIUIN 4epe3 TeMmaTosHuedannueckuii Oapbep (I'DB).
Marematyeckoe BbIpakeHHE B3aUMOOTHOLIEHMH 3THUX IIO-
Kazateseil oToOpaxaercsl B TurnepOonmueckoil popmyne Paii-
Oepa, KOTopast MO3BOJIIET OLCHUTh HEJTMHEHHBIC OTHOIICHIS
MeXy mokasaTeneM nponuiaeMoct Db (koadduuuenTom
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ansOymuHa — Q,) U MoKasaTeeM K03<b<bHuHeHTa IeG (Ql )
B 3aBHCHMOCTH OT MPEEIbHOII CHIBOPOTOYHOI KOHIIEHTPALIN
umMmyHornoOynuna (Q) [31].

JIns ydeTa mokasartesieil MHTPaTeKaJbHOTO CUHTE3a aHTUTEN K
BUpYCaM KOPHU, KpaCHYXM M BUPYCY BeTPSTHOI OCIIBI OBLIM pac-
CUMTaHbI MHAEKCH crieuuduieckux antuten (MA):

HNA= ngG [cnemdbuyeckuii]/ Q[gG [obmmit], ecau QIgG [oOmmmiA]

1'17
A= ngG [cneumduyeckuit]/ Q,,, ecnu QIgG [oOmwmii] > Q.

Pacuer koapuineHTOB criennbuyecKuXx MMMYHOTI00YIMHOB
TIPOBOIMJICS TIO (hOpMyJIaM:

Q [cremmpuaeckmit] = IgG cemmduueckmii [LICXK]/IgG
cneumbuqecmu [chiBOpOTKA];

ngc [o0mmit] = IgG obmuii [ILICXK]/IgG obuwmii [chiBopoTKa].

IMoka3zarenb mpeebHOI CHIBOPOTOYHOI KOHLeHTpalmu I1gG
onpeaensics no popmyne:

0,=V0,93x02+6x10°—1,7x10".

IMokazarenn WA, mpesblnatonie 3HaueHue 1,5, yKasbpiBamu
Ha MOJIOXUTENbHYI0 MHTpaTeKalabHylo npoaykiuio IgG mpo-
TUB COOTBETCTBYIOIEr0 Bo30ynutens. [TogoxutensHas MRZ-
peaxiysl YYUTHIBAIACh B TOM CJIydae, KOra BbIIBISIUCH 2 WU
6onee monoxutenbHbix A K BO30yIuTeNsIM KOPU, KPACHYXU
1/WIY BeTPSTHOM octibl [12].

Bce 3HaueHus1, momydeHHbIe B PE3y/bTaTe JabOpaTOPHBIX HC-
CJIEIOBAHU, TOABEPIIIMCH CTATUCTUYECKON 00paboTKe C Mo-
Molibio TiporpamMmbl «GraphpadPrism 6.0». JIast nccnemyeMbix
TPYIIT MPOBOJUJICS aHAM3 HA HOPMAJIbHOCTh PACTIpeeieHuUsT
no xkputeputo [lanvpo—Yunka. Bce naHHbIe O YPOBHIO OT-
JIeJIbHBIX TTOKa3aTesield pencTaBieHbl B BUe MenaHbl 1 95%
JIOBEPUTENILHOTO MHTepBaa. [IJ1sl U3yJeHuUs CBA3U MEXIY JABY-
MsI TIEPEMEHHBIMU WCTIONB30BAJICS METONl PAHTOBOW KOppe-
Jsuuu 1o Crimpmeny. JIist BBISIBICHUST pa3nuyusi B 3HAUCHUU
KOJIMYECTBEHHBIX MapaMeTPOB MEXIy ABYMS UCCIETyeMbIMU
rpynnamu npuMeHeH U-kputepuit MaHHa—YWUTHU, Tpex —
kputepuit Kpackena—VYosmuca ¥ IMCHEPCUOHHBIA aHaIM3
ANOVA. YpoBeHb 3HAUMMOCTH JUIST BCEX CTATUCTUYECKUX Te-
cToB puHuMaicsa mexee 0,05.

PeBy.]'ll)TaTbl HCCJICTI0BAHNA

Jlns ompeneneHus mokasarens mpoHuiiaemoctu I'Db u Bhipa-
KEHHOCTH WHTPATEKaIbHOTO CHHTE3a MMMYHOIJIOOYJIMHOB Y
naueHToB ¢ PC, OI®M u OHM 0bl11 ipoaHaNu3upoOBaHbI
nokasatenn Q, u uHuekc IgG (puc. 1).

JInst oLgHKM AMarHOCTHYECKOM LieHHOCTH onpeaeneHust OKII
MIPOBeICH aHAIN3 BCTPEIAEMOCTH 3TOTO TI0KA3aTe I B JAHHBIX
rpymmnax (puc. 2).

C uenbio onpenenenuss MRZ-peaxuyu npoaHanu3npoBaHa 4ya-
CTOTa MOBBIIIEHHBIX A K aHTUTeHaM BUPYCOB KOPHU, KPACHYXH
1 BETPSIHOM OCIIHI (pHc. 3).

Jlns onpeneneHus pacnpoctpaHeHHocT MRZR npoaHanusu-
POBaHa YacTOTa CMHTEe3a aHTUTEN OMHOBPEMEHHO K 2 11 3 aHaM-
HECTMYECKUM BUPYCHBIM areHTaMm (Tabi. 1).
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to the rubella virus, Z (Zoster) — antibodies to the varicella zoster virus
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MRZ-peakuust pi IEMUENMHUSMDYIOLLMX 3a0016BaHMSX

Tadomna 1. PacnpocTtpanentocts nonoxutensnoii MRZ-peakuun B rpymiax PC, OJJ9M u OHM
Table 1. Prevalence of a positive MRZ reaction in groups with MS, ADEM, and NMO

I'pynna MRZ-peakuus nonoxurenbHas, % MRZ-peakuus oTpuuatenbHas, %
Group Positive MRZ reaction, % Negative MRZ reaction, %
PC/MS 47 53

O[13M / ADEM 0 100

OHM / NMO 0 100

Tadmuma 2. Kimnuko-madopaTopHsie naﬁ{ajmeTpu nnnekca IgG, OKII, MRZ-peakumn B amarHoctike PC npu ero cpaBHeHMH ¢ JPYTHMH

JeMHETHHU3UPYIOMUMH 3200 1eBanusamu 11

Table 2. Clinical and laboratory parameters of IgG index, oligoclonal IgG and MRZ reaction in the diagnosis of MS, when compared with other demyeli-

nating diseases of the central nervous system

Moka3atenb
Parameter Sensitivity, %
WNHaeke 1gG / IgG index
OKM / Oligoclonal IgG

MRZ-peakums / MRZ reaction

B rpynne PC u rpynme apyrux aeMUETMHU3UPYIONIMX 3a00-
nesannit (OJO9M+OHM) 6pun poaHaIM3UpPOBaHBI TTOKA3a-
TENU YYBCTBUTEIBbHOCTU U CMELMMUYHOCTU NSl CIEAYIOLINX
nokazareneit: uuaexc IgG, omuroknonaneHelii 1gG u MRZ-
peaxius (Taoi. 2).

Ilpu comocTaBleHMK MONOXKUTENbHBIX pe3yasraroB OKII
n MRZ-peakuuu B rpymmne nauueHToB ¢ PC BbIsIBIEHO, YTO
y 8 u3 14 maumeHTOB Ha (DOHE MOJOKMUTEILHOTO pPe3yJbTa-
ta cuHTte3a OKII Habmoganuch MOMOXUTEIbHBIE Pe3yIbTaThl
MRZ-peaxuyu. ¥V 1 mauwmenra B rpynne PC MRZ-peakuus
ObL1a oJToXuUTENbHasl, a pe3yabraThl OKIT — oTpuLiaTenbHbIE.
V 4 manuentoB u3 rpymisl PC BbISIBACHBI OTpULIATEIbHBIE Pe-
3ynpTraThl OKIT 1 MRZ-peakimm.

O0cyxnenue

Ilna takux 3aboneBaHuit, kak PC, OIOM u OHM, xapak-
TEpPHO HaIWYMe EIMHOTO (eHOMEHa — WHTpaTeKaJbHOMI
nponykuuu aHTuten [24]. OmHako B OCHOBE Kaxaoro 3a-
OoyeBaHUS JleXaT CBOM OCOOCHHOCTM MMMYHOIIATOTeHE3a.
ITpu PC 0CHOBHBIM MCTOYHMKOM MHTPATEKaJbHO CHUHTE3MU-
POBaHHBIX aHTUTEN SBIAIOTCS B-KiIeTKH, pacmooXeHHEe B
JICTITOMEHUHTeaJbHOM MPOCTPAHCTBE M IEPUBACKYISIPHBIX
MaHXeTax ¢ paclpocTpaHEHMEM Ha OKPYXaIOUIylo TapeH-
xumy [25]. Inga OHM xapakTepHO KOMIUIEMEHT3aBUCUMOE
pa3BUTHE JEeMUETMHU3ALUK C HATMYMEeM OOJIBIIOTO KOJIUYe-
CTBa TONUMOPGHOSIICPHBIX JeKkounuToB [24]. dng OA9M
XapaKTepHO MEPUBEHYISPHOE HaKOIUIeHUE JUMOOIUTOB U
MEHUCTHIX Makpodaros B Mo3oauctom teie. [Ipu aToM Boc-
MaJieHUe He 3aTparuBacT MepuapTepruaabHbIe TPOCTPAHCTRA.
JIns mauueHToB ¢ PC B OOJBIIMHCTBE CAyyaeB He Xapak-
TEpPHO M3MEHEHMe MoKa3areneil mpoHumaemoctu I'Db [27].
VY Bcex manueHToB M3 rpynnsl PC Habmogaauch HopMab-
Hple nokasarean Q,. Y nauuentoB ¢ OHM B octpyio dasy
3a00JIeBaHUST MOXET HAOM0NAThCs TIOBBILIIEHHAS TPOHUIIae-
Moctb I'Db [28]. Cpenu 10 mauuentos rpynnsl OHM u3 Ha-
1rero ucciaenoBanus, y 2 (20%) nmaluueHTOB BbISIBIEH IIOBbI-
IIEHHbIA TTOKasatenb Q,.

YyBCTBUTENILHOCTb, %

52,63 (28,86-75,55)
73,68 (48,80-90,85)
47,37 (24,45-71,14)
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CneumduyHoCTb, %
Specificity, %

90,48 (69,62-98,83)
71,43 (47,82-88,72)
100 (83,89-100)

Ouenka ypoBHs1 mpoaykuuu IgG u Hammume OKII BxoasT
B JEICTBYIOIME AMATHOCTUYECKKe Kputepun Mak/loHanbaa
2017 r. s mocraHoBku auarHosa PC [17]. TToka3atenu uyB-
CTBUTEJILHOCTH 3THX TecToB uisi PC BapbupyioT B mpemenax
52—67% nna napexca IgG u 67—78% mns OKII, a mokasarenu
crnenuduuHocTH He mpeBbimaT 85% [19—22]. [To maHHBIM
HAILIETO MCCIIEI0BAHMS TI0Ka3aTe b YyBCTBUTEIbHOCTH UHAEK-
ca IgG mng PC cocrasun 52,63 (28,86—75,55), a mokasaTenb
cnemduunoct — 90,48 (69,62—98,83). IMokazarens craTu-
cTryeckoii 3HaunMoctu coctaBui 0,005.

IMepcrekTuBBIM TAGOPATOPHBIM METOIOM I U depeHLIn-
anbHol auarHoctTuku PC aBnsercs MRZ-peakuus, kotopas
MpEeCTaBIseT COOO0M MOTHUCIIECIN(PIICCKII MHTPAaTeKATbHBIHA
MMMYHHBII OTBET, HalpaBIeHHbI MPOTUB TPEX HEHPOTPOI-
HBIX BUPYCOB: KOPU, KPACHYXU U BeTpsiHOM ocmel [12]. MRZ-
peakuys ToJoXuTeabHasd, ecnu 2 U 6onee MA Gomplie uam
paBHbI 1,5 [12].

B Hamewm uccienoBanuu B rpynmne PC Hanbonee 4acTo BCTpe-
YaIiuch moJ1oxuTeabHbie MA K Bupycy kopu (79%), Ha 2-M Me-
CTe — K BUpYCY KpacHyxu (47%) 1 Ha 3-M MecTe — K BHPYCY
BeTpstHOM octibl (8%). Hamm JaHHBIE COBITATAIOT ¢ JAHHBIMU
€BpOMNENCKUX MyOIMKalMid, B KOTOPBIX HauboJbllee pacripo-
CTpaHeHue MOJTyYWI aHTUTeNa K BUpycy KopH [13]. BeposiTHee
BCET0, 3TO CBS3aHO CO CXOXIMU IPOTPAMMaMi UMMYHI3AIIIH
HaceneHust EBponbl u Poccuu, pesynsrataMu KOTOPBIX SIBJISIET-
CsI COXpaHEHUE CTOMKOTO MMMYHMTETA B TIOTY/ISIIIAM.

PacnipoctpaneHHoCTh mojioxuteabHoii MRZ-peakuuu co-
craBuna 47,37% (24,45—71,14) B rpyne PC, npu stom MRZ-
peakiys He Oblia BbISIBIEHA HU Y OQHOTO U3 0onbHBIX ¢ OHM
wt OIOM. [lonyyeHHbBIE pe3ynBTaThl COMOCTABUMBI C pe-
3yJbTaTaMy 3apyOeXHbIX UCCIEI0BaHMIA, B KOTOPBIX YYBCTBH-
TeabHOCTh MRZ-peakuyu mis mauuentoB ¢ PC cocrapnsiia
38—78% [10, 11, 15], uTo yKa3biBaeT Ha CPABHUTEIbHO MAYIO
YyBCTBUTEJIBHOCTb 3TOTO MMOKa3aTens. PacmpocTpaHeHHOCTh
MRZ-peaxiun cpeay 601pHEIX PC B IONMyISIuy MOXeT OBITh
CBsI3aHa ¢ 0COOEHHOCTSIMU HALIMOHAbHBIX KaJIeHAapeit BaKIM-
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HALIUK, @ TAKKE 3200/1€BAEMOCThIO HACENEHUSI, YTO 0OYCIOBIIM-
BAeT pasIM4HbIC Pe3yJbTaThl MccaenoBanuii [16, 29, 30]. [lpu
3TOM criennpuIHOCTE MRZ-peaxiyiy 1o OTHOIIEHHUIO K TPYII-
Ie APYTUX AeMUETUHU3UPYIOIIMX COCTOsIHMI cocTaBuna 100%,
YTO COOTBETCTBYET PE3YJIbTaTaM psia eBpOTIeCKUX CCIIeoBa-
Huit (91,7-100%) 10, 11, 13, 15].

Crrenyer oOpaTUTh BHUMAaHKE Ha TO, UTO y psia ITAIlIICHTOB
¢ OJIM u OHM, HecMOTps1 Ha MOJOXUTENbHbIE PE3YIbTaThl
OKII u nobimeHHblit uHAeKC IgG, MRZ-peakuus 6bu1a oT-
PUIIATEIBHOM, YTO YKA3bIBaeT Ha BBICOKYIO CIEHU(MUYHOCTD
9TOr0 MOKa3aTeJsl.

IIpu conoctaBnenuu gaHHeix OKIT 1 MRZ-peakuuu y ma-
uueHTtoB ¢ PC Hamu BbisiBieHO, yTo y | manueHTta ¢ OKII-
OTPUIIATEIbHBIM PE3YJABTaTOM HAOII0AACTCS TMOJIOXKUTEbHAS
MRZ-peaxuys. YuuThIBasi MOMYYEHHbIE JTAHHBIE, MOXHO Clie-
JIaTh BBIBOJ O BO3MOKHOM COBMECTHOM HCIIOJIb30BaHUH J1a00-
PaTOpHBIX TeCTOB B quarHoctuke PC 1is MOBbILIEHUST BEPOSIT-
HOCTH TIPaBWJIBHOM TOCTAHOBKY INAarHO3a.
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3akmoyenue

Hacrosimee wmccmemoBaHne IeMOHCTPHPYET BO3MOXHOCTD
npuMeHeHuss MRZ-peakuuum He TOJbKO B OUArHOCTHUKE
PC, Ho u B nuddepeHunanbHoit guarnoctuke PC B cTpyk-
Type OeMuenuHu3upyoumx 3aboneBanuii LIHC (O13M
n OHM). HecmoTps Ha HeOOJbIIYI0 BbIOOPKY MallMEHTOB
M 3HAYUTEIBHBEIA pa3dpoc TMokKaszareneil IyBCTBUTEIBHOCTH
U CHelU(GUYHOCTH MapKepoB MHTPATEKaJlbHOTO CHUHTE3a,
JAaHHbIe HAIIero MCCAeJOBaHMSI COMOCTAaBUMBI C PE3Yb-
TaTaMu €BpOIENCKUX 1abopaTopuil, KOTOphie paccMaTpu-
BalOT BO3MOXHOCTb BKJIOUeHUss MRZ-peakiuu B CHEKTp
JTa00PaTOPHBIX METOMOB MCCIenoBaHus y manueHToB ¢ PC.
KommnekcHaa ouenka unaekca IgG, OKII, Q,, YA ¢ pac-
yé¢ToM MRZ-peakiuu B coueTaHUM C JAaHHBIMU aHAMHe3a
U pesynbraTaMu (YHKIMOHAJIbHBIX METOJOB UCCIEeI0BAHMIA
MO3BOJIMT ITOBBICUTh TOYHOCTH AHMAarHOCTUKN PC, ocobeHHO
y MMALMEHTOB C HESICHON KJIMHUKO-PaIUOJIOTMYECKON KapTh-
HOH, a TaKxXe Ha3HAaYUTh CBOEBPEMEHHOE JIeYeHUe U OTCPO-
YUTh MHBAIMAM3ALILIO.
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KIMHUKO-2TIUIEMUOJIOTUUECKUE
acIIeKThI 00Jie3HU | eHTUHTITOHA
B Pecniyoisinke TarapctaH

C.D. Mynacunosa', 3.A.3ans108a"*

'@I'60Y BO «Kazanckuii eocydapcmeennbiii meduyunckui yruugepcumem Munzopasa Poccuu», 420012, Kazanv, Poccus;
2Pecnybaukanciuii yenmp sxcmpanupamuoroii namosoeuu u 6omyaurnomepanuu, 420039, Kazano, Poccus

1eab uccaedosanus — oyenums snudemuonoeuseckue ocodernocmu 6oaesnu Tenmunemona (bI) no dannvim Llenmpa sxcmpanupamudnoii namosoeuu
u 6omyauromepanuu Pecnybauxu Tamapcman.

Mamepuaavt u memodot. O6caedosaro 44 nayuenma c bI' (cpednuii o3pacm — 47,3 = 12,5 e00a). Auzaiin uccaedosatus éx.n4an onpedenerue u cpas-
HeHUe KAUHUMeCKUX OQHHbIX, 2eHeaN02UMeCKUX U INUOeMUOA0UHECKUX ceedenull, 1a00pamopHblx noKazameneil.

Pesyavmamut. Haubonee soicokas pacnpocmpanernnocms bI 6 cesepo-3anadnoii u ceeepo-gocmounoii wacmsax Pecnyoauku Tamapcman cocmasasem
1,1 Ha 100 mbic. Hacenenus He3a8UCUMO OM HAYUOHANLHOI NPUHAOAeHCHOCIU. Bbissaen (eromern anmuyunayuu npu Hacaedosaruu bI ¢ ywemom necma-
OuabHOCMU U HAPACMAKUA CMeneHY IKCNAHCUIL 8 NOCACOYIOUUX NOKOACHUAX N0 Omyo8cKoll aunuy. [lcuxuampuyeckue nposgaerus (anamus, pasopa-
AcumensHocmy, becnokoiicmeo, denpeccus) npeobaadaau ¢ 61,4% cayuaes 6 debiome 3aboneeanus. ¥ 1 nayuenma mysccko2o noAa npeonoA0HCUmensHo
yemarosnen eapuanm Becmepans. ayuenmui ¢ daunoii CAG-mpuniemos Mymanmuozo eena 6 duanasone 36—39 ¢ manupecmuoimu KAuHu4eckumy
nposieaenusmu ecmpeuanucs 6 15,9% cayuaes ¢ npeobaadanuem auy scerckozo noaa (85,7%).

Kimouesble cioBa: 6o1e31b lenmunemona; xopes; pacnpocmpanennocms; CAG-nosmope.

HWcrounnk (puHancupoBanusi. ABTOPHI 3asIBIISIIOT 00 OTCYTCTBUM (PUHAHCUPOBAHMS TIPY TIPOBEIECHUN UCCIIEIOBAHUSI.

Kondaukt uHTEpecOB. ABTOPHI NEKIapUPYIOT OTCYTCTBUE SIBHBIX U MOTCHLIMATBHBIX KOH(IMKTOB MHTEPECOB, CBSI3aHHBIX ¢ ITy0JIMKa-
LIAEN HACTOSIIEU CTaThM.

Anpec mna koppecnonaenmin: 420012, Kazansp, yin. Byrtieposa, 1. 49. ®I'BOY BO «Ka3zaHckuii rocynapcTBeHHBIA MEIMIIMHCKIIA YHY-
BepcuteT™ MuH3apasa Poccuu. E-mail: sabina. munasipova@mail.ru. Mynacumosa C.9.

JIns muruposanusa: MyHacumnosa C.9., 3ansnosa 3.A. KIMHMKO-3MUAEMUOIOTMYECKUE acieKThl 007e3HUM [eHTUHTTOHA B Pecmy0mke
TarapctaH. Aunansl Kaunueckol u sxcnepumenmansroil Hegpoaoeuu 2020; 14(2): 23—-28.
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Clinical and Epidemiological Aspects
of Huntington Disease in the Republic of Tatarstan

Sabina E. Munasipova', Zuleykha A. Zalyalova'?

'Kazan State Medical University, 420012, Kazan, Russia; Head,
?Republican Center for Extrapyramidal Pathology and Botulinum Therapy, 420039, Kazan, Russia

This study aimed to evaluate the epidemiological features of Huntington disease (HD), based on data from the Centre for Extrapyramidal Pathology and
Botulinum Toxin Therapy of the Republic of Tatarstan.

Materials and methods. We examined 44 patients with HD (mean age 47.3 = 12.5 years). The study design included determining and comparing clinical data,
genealogical and epidemiological data, and laboratory parameters.

Results. The highest prevalence of HD was found in the north-western and north-eastern parts of the Republic of Tatarstan being 1.1 per 100,000 people,
regardless of nationality. The phenomenon of anticipation in HD inheritance was observed, considering the instability and increasing expansion in subsequent
generations along the paternal line. Psychiatric manifestations (apathy, irritability, anxiety, depression) were present in 61.4% of cases at disease onset. One male
patient was presumably diagnosed with the Westphal variant. Manifest carriers of a CAG-expansion in the range of 36—39 repeats in the mutant gene were found
in 15.9% of cases and were predominantly represented by females (85.7%).

Keywords: Huntington disease; chorea; prevalence; CAG repeats.
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0J1e3Hb [EHTUHITOHA — 3TO PEIKOE TSXKEI0e Helpo-

JIeTeHepaTUBHOE 3a00JIeBaHUE LIEHTPATbHON HEepB-

HOU CHCTEMBI C ayTOCOMHO-IOMUHAHTHBIM THUIIOM

HACJIeNOBAHUS, TPOSIBISIONIEECS JBUTATEIbHBIMU,

KOTHUTUBHBIMU U 3MOIMOHATBHO-TICUXUYECKUMU
HapyumeHusimu [1]. Bojie3Hb HEYKJIIOHHO MporpeccUupyeT M Ha
CETOHSIITHUH IeHb HEN3eUNMa.

Briepsrie manmenta ¢ bI' onucan Waters B 1842 . 910 3a60-
JieBaHUE CTalM Ha3biBaTh xopeeil [enTuHrrona B 1872 r., mo-
clie TyOIMKAlMKM aMepPUKAHCKUM BpavuoM OOILNEH NPaKTHKH
JIx. [eHTUHITOHOM CTaTbU O HACNEICTBEHHOI Nepenaye 3a00-
neBaHus B ceMbsix JIoHr-Aitnenna B Heto-Mopke (MaTepuanom
IUISE CTATBM TTOCHTYXIIM HAOMIOACHMS TpeX IOKOJICHMIA Bpa-
yeOHo nuHacTuy [eHTUHTTOHOB) [2]. [lecATKM NeT Ha3BaHUE
00JIe3HM 0CTABaJOCh HEM3MEHHBIM, 1 ToNbKO B 1980 1., moce
BBISIBJICHMSI HEMOTOPHBIX CMMIITOMOB, OHO OBLIO M3MEHEHO
Ha 0oj1e3Hb [eHTuHrToHa (BI'). B 1993 1. Ob11 0OHApyXeH TeH,
OTBevaronuii 3a 3aboneBanue bI [3].

bI' pacnpoctpaHeHa ToBceMecTHO, HO HepaBHOMepHoO. Co-
rimacHo MetaaHanu3sy ¢ 2012 roma, pacpocTpaHEeHHOCTh 3a00-
JeBaHus coctapnsier ot 5,7 Ha 100 Teic. Hacenenus B EBpore,
CeBepHoit AMepuKe 1 ABcTpaniu 1o mpumepHo 0,4 Ha 100 ThIC.
yesioBeK B A3uu [4]; B cpenHeM B 3amagHOM MOJYIIApUU pac-
npoctpaHeHHOCTh BI' y HaceneHust cocrasnsier 4—10 yenoBex
Ha 100 Teic. HaceneHwus [5]. B Poccuu uccnenosanust o snujie-
MMOJIOTUY TIPUBEIH JIWIIb K OPMEHTUPOBOYHOI OLIEHKE 3TOTO
TIOKa3aTeJIs I OTOEIbHBIX PETHOHOB, cpea HUX — Pecryommm-
ka bamkoprocran (2,6 Ha 100 Thic. HaceneHus), Huxeroposn-
ckast o6sacth (3,7 Ha 100 Toic. HaceneHus) |3, 6, 7].

IIpennonaraercst, yro bI' pacnpocTpaHunach 3a npeneasl EB-
ponbl B XVIII-XIX BB. BMecTe ¢ BoJTHaMU UMMUTpALMU, TOP-
TOBJIEHl M KUTOOOWHBIM MPOMBICIIOM. B nurtepatype ommcan
cnyyvaii pacripoctpaneHusi bI' B Benecyane, Korma cpeau Ha-
celleHUsl paiioHa o3epa Mapakaiibo Obl1a 3apercTpupoBaHa
HeoObIYaiiHO BhICOKas 3a0oseBaeMocTb — 10 700 Ha 100 ThIC.
HaceneHus. [Ipenmonaraercs, 4to reH ObUT IPUBHECEH B U30-
JIMPOBAHHYIO TMOMYJNSAINI0 MCIAHCKUM TOpropieM B 1860—
1870-x . B pesymbraTe 4acThIX POACTBEHHBIX OPaKOB UKMCIIO
TOMO3UTOT cpemyt 60abHBIX coctaBuio 30% [3]. MyTaHTHBIN
red 6bu1 TipeanosoxurenbHo 3aBeseH B CLIA B 1630 1. 1Bymst
OpaTbsiMM, SMUTPUPOBaBIIUMU U3 Dccekca B boctoH [§].

BT BrizpiBaeT ymmnmHeHre CAG-1OBTOPOB Ha KOPOTKOM ILIeYe
XpoMocoMbl 4p16.3 B reHe eenmunemuna (HTT). DToT reH co-
IEPXUT YIACTOK ITOBTOPSIONIEHCS IIOCTIEIOBATEIBHOCTH TPEX
A30TUCTBIX OCHOBaHUI — LMTO3UH—ageHUH—TyaHuH (CAG).
Tpumrer CAG KoaupyeT aMUHOKHUCIIOTY TJIYTaMUH, TTO3TOMY
CUHTE3UpYeMbIii 0eoK reHTUHTTHH (Htt) comepxut mocneno-
BaTEJIbHOCTh TJIYyTAMUHOBBIX AMUHOKMCIIOT, Ha3bIBaeMYIO I10-
JIUTTYTAMMHOBBIM TPAaKTOM [9].

KosmnuectBo CAG-TpUILIETOB Pa3IMyHO 1 MOXET MEHSThCS B
MOCJIEAYIONINX TTOKOJIEHMsIX. EC/iu TpUILIeToB cTaHOBUTCS 00-
Jee 36, TO reHepupyeTcsl YAJIMHEHHBIA MOMUITYyTAMUHOBBIM
TPaKT U CUHTE3UPYeTCsl MyTaHTHBIN Oenok Htt (mHtt), koto-
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Pblii 1 BbI3bIBaeT bI' myTeM TOKCHYHOTO BO3NEHCTBUSI HA KIIETKU
[9]. Yem Gombie yrcnio CAG-TOBTOPOB MYTAHTHOTO aJuleds,
TeM B OoJiee paHHEM Bo3pacTe JeOrTHpYeT 3a00j1eBaHKE U BbI-
paxeHHee TeMII ero porpeccupoBanus. KommnuecTso moBTopoB
ot 36 10 40 mpuBOIMT K DOJTEE O3THEMY AEOIOTY U MEUIEHHOMY
TIPOTPecCcUpoBaHMI0 3a00seBaHMs. OTYETIMBOE KIMHUIECKOE
nposiBieHne BT HabmiomaeTcs, eciM KOJIMYECTBO IOBTOPOB
nocruraet 40. Inanazon ot 36 10 39 BeJeT K HEMOIHOI MeHe-
TPAHTHOCTH T'¢Ha WK K 0YCHb ITO3THEMY HACTYILICHUIO KITNHH-
yecKoro mnposiieHus. duamazon Mexmy 29 u 35 HectaOuieH,
YTO CBUAETENBCTBYET O PENPACTIONIOKEHHOCTH JAHHOTO ajliejist
K I3MEHEHHUSIM PENpONyKIIMHU Bo BpeMeHH [9]. I1pu oueHb 60115-
1IOM KonnyecTBe MoBTopoB BI' MoxeT nposiButhest 10 20 Jiet.
B atom ciydae BI' knaccuduumpyercst Kak aKWHETUKO-PUTH]I-
Hag 10BeHUIbHAs (hopMa, uiu BapuaHT Bectdans. Onpenenser-
ca ipubmasuTensHo 7% ciydaes BT [9].

Knunuueckue mnposiBienus BIT — 3To aBurarteibHble pac-
CTpoiicTBa (xopes, OpamMKWHE3WsI, MBIIICYHAS PUTUIHOCTD,
JUCTOHUSI, TIOCTypalbHble HAPYLIEHUS, MUOKJIOHUU), TICUXU-
YyecKMe HapylIeHus (pa3apakxuTebHOCTh, alaTusl, Jempeccus,
00CcecCBHO-KOMITYILCUBHBIE PACCTPOICTBA, TpeBOTa, TMIEP-
CEKCYaJIbHOCTb U JIp.), BO3MOXHbI KOTHUTUBHbBIE HAPYLIEHMS.
Y OosbIIMHCTBA TALMEHTOB HAOMIONAIOTCS METAa0O0IMIecKre
HapyLIeHUs, MPUBOASAIIME K CHYXKEHMIO MaCcChl TeJla BIIOTh 10
Kaxekcun [10].

B HacTosiuee BpeMst MeTooB uanedeHus bI' HeT, Tofbko chop-
MYJIUPOBaHbl CUMIITOMATUYECKUE TeparieBTUYECKUE TIOAXOMIbI.
JI71s1 yMEeHBIICHAS BBIPAXXEHHOCTH XOPEMIECKIX TUTIEPKITHE30B
MIPUMEHSIOT TeTpabeHa3!H, pa3IuyHble HEMPONENTUKN (KBe-
TUAINWH, TaJoNepuI0, apununpasoi U 1p.), A1l KOPPeKIUU
TICUXUYECKNX HAPYIIEHUI TaKKe NCIIOIB3YIOT HEHPOJICTITHKH,
HepeaKo B KOMOMHAIIMY ¢ aHTUIETIPECCAHTaMU, TPAaHKBUIN3a-
TOpaMu, MPOTUBOAMMUIEITUIECKUMH TpenapaTtamu [7, 9, 11].

TsxecThb 3a0051€BaHUS, OTCYTCTBHE MPOGUIAKTUKY W TepaITiu
OIPENENITIOT MEIUKO-COLNATBHYI0 3HAUMMOCTD TIPOOIEMBI 1
AKTYaJIbHOCTb M3yYCHHUS SIUIEMHUOIOTUU 1 KIIMHUYECKOTO M0~
numopdusma BT

enb vccnenoBanus — 1o gaHHbIM LleHTpa 3KcTpanupamMu-
HOI matonoruu 1 OotynuHoTepanuu Pecnybnuku Tatapcran
(ID2ITuBT PT) oueHUTh 3MMAEMUOIOTMYECKIE OCOOEHHOCTH
bI B pernone.

Marepuanbl 1 METOIBI

Hawmu o6¢cnenoBano 44 ManudecTHBIX namuenTa ¢ bI' (Bcero
37 cemeit), u3 HUX 26 (59%) MaLMEHTOB XEHCKOTO MoJjia 1
18 (41%) malMeHTOB MyXCKOT0 110j1a. Bo3pact Bcex IallieHTOB
BapbupoBa ot 19 mo 79 net (cpemHmit Bospact 47,3 £ 12,5 rona),
XeHIMH — ot 22 1o 79 ner (47,7 £ 10,5 roma), MyX4uH — OT
19 no 77 et (46,6 £ 15,8 roma). Onpene/sii TaKke IMyTh HACIIE-
ngoBaHust BI' — mo nMHuM oTLA WK MaTepu.

JIM3aiiH uccnenoBaHMsl BKIIOUMJ OIpeNeNicHue U CpaBHEHHE
KIMHIYECKUX JaHHBIX, TeHEATOTUUECKUX W SIMIEMUOIOTYE-



OPUTMHAITBHBIE CTATBIA. Knuhyeckas HeBponorust

ckux cBeaeHuit, JJHK-nuarHocTvKy HOCUTEIbCTBA MYTAHTHOTO
reHa (Haauuue 3xkcrnaHcun CAG-noBropoB B rene HTT). Kiu-
HUYECKOE COCTOSTHHE MALIMEHTOB OIPEIeISIIN C IIOMOIIIBIO aial-
TUPOBAHHBIX IITKAJT; MOTOPHBII CTaTYC OIICHUBAJIM 10 YHUDUIIU-
poBanHoit mkaie oneHku bI' — UHDRS (Unified Huntington's
Disease Rating Scale), 610K oneHKy 0011ei (hyHKIMOHATBHOM
cnocodHoctn — Mo 1Kane TFC — Total Functional Capacity.
Ouenka 1o mkaine TFC nMmeer mpakTudeckoe 3HAYCHME C Iie-
JIbIO pasfiefieHus] CUMITOMHBIX nauueHToB ¢ bI' Ha momrpyn-
TIBI COTVIACHO CTANWITHON KIACCU(HMKAIINK 3TOTO 3a00JICBAaHMS
1o I. Shoulson u S. Fahn (1979). [eneanornyeckue v aMuaeMu-
OJIOTMYECKHE TTOKA3aTe I COCTABIIIN JAHHBIE, ONTYYeHHBIE TIPH
HaOJTIONCHNY TTAIIMEHTOB ¥ M3yYCHUHU POIOCIOBHBIX.

Ilpn wccnemoBaHNM KIMHUYECKUX IOKAa3aTeel ITaIllieHTOB

¢ BI' yuuthiBanu cienyiomme KpUTepuu:

* BO3pACT HavaJa 3a00JIeBaHuUs;

* cTax 00JIe3HU;

* CUMITOMBI Ae0t0Ta 3a00j1eBaHUS — MCUXMYECKUe (amaTusi,
JeTpeccrs, pa3apakuTeIbHOCTh, TPEBOTa U T.II.) U/UIIN MO-
TODHBIE;

* MOTOPHBIH CTATYC;

+ 00111ast GYHKIIMOHABHAS CIIOCOOHOCTD.

[Mony4yennsie pu MccaenOBAaHUM JAHHBIEC TTOABEPTAM CTATH-
CTUYECKOI 00paboTKe ¢ pacueToM CpeaHel apupMeTUIecKoii
u3y4aeMoro nokasatenst (M), cpeaHero KBapaTUIHOTO OTKIIO-
HeHus (6), CTAaHAAPTHOM OIIMOKK cpenHero (m), 4acToThl (%).
JIisl OLEHKM CBSI3M MEXy NMpU3HAKaMU TaHHBIX TIPUMEHSITA
koadduuuent koppensimu [Mupcona (r). Koppensimio >0,74
cunTtand cuibHoit, 0,26—0,74 — ymepenHoii, <0,26 — cia-
00i1. CTaTHCTHIECKYI0 3HAYMMOCTH ITOTyICHHBIX M3MEPEHUI
MIPU CPaBHEHWHM CPETHMX BEJIMYMH OMPEAe/SUIA 110 KPUTEPUIO
CrblofieHTa (f) ¢ BBIYUCICHUEM BEPOSITHOCTY OIIUOKY (P) mpu
MIPOBEPKE HOPMATBHOCTU PACIPENENEHHUA U PABEHCTBA IE€HE-
PaBHBIX AUCTIEPCHiA. 32 CTATUCTUYECKN 3HAYMMBIC U3MEHEHMST
MPUHUMAIN YPOBEHb CTATHCTUUYECKOM 3HaumMocTH p < 0,05.
PacnipocTpaHeHHOCTD 3a001€BaHUS PACCUMTHIBAIM IO JAHHBIM
LBMubT PT, ucxons u3 obiero yncia 3aperucTpUpoOBaHHbIX
cryyaeB 3a00/ieBaHUI B TEKYILEM MepHOJe, PaHEe U BIIEPBBIC
YCTaHOBJIEHHBIX, B iepecuete Ha 100 ThIC. HaceneHUs.

Pe3yibratel n 00CyKeH1He

Mo manaBMM 06pamaemMocty B LIDIIuBT PT BRIsIBICHA pacmpo-
crpaneHHocTh bBI' — 1,1 cimyyast Ha 100 ThIc. HaceneHusl.

Mo HauuoHanbHOM npuHamexHocty 24 (54,5%) nauueHTa ot-
HOCHJIUCH K TaTapam, 20 (45,5%) — K ciaBsHaM. Cpenu Taim-
€HTOB XeHCKOro mosa cnabsHe coctasuin 10 (38,5%) yenosex,
Tatapsl — 16 (61,5%); cpeau MalKEeHTOB MYKCKOIO IoJIa CJia-
BsHe coctaBun 10 (55,6%) uenosexk, a tarapsl — 8 (44,4%).

Teorpaduueckoe pacnpeaeneHue nauueHToB ¢ bIL

* 18 (41%) uenosexk — w3 1. Kazanu;

* 11 (25%) — u3 . HaGepexnbie YenHsl ¥ Onu3nexaniyx Ha-
ceJleHHbIX yHKTOB (roc. CapMaHoBo, I. Ena0yra, . MeHne-
JIEeBCK);

* 110 3 (7%) nauyeHta — u3 ropoaos byrynaema, Tetiomm u 3e-
JICHOZIOJIBCK;

* 2 (5%) naumenTa — u3 . HuxHekamcka;

* o 1 (2%) matmenTy — 13 roponos Jlauieso, Kykmopa, Ajb-
METbEBCK, 3alHCK.

BbisicHuIOCh, YTO KOJMYECTBO MauueHToB U3 KaszaHu npesa-
JIMPYeT TakKe 3a CYeT MPOU3oLISAIIeN MUTPAIMU HACETEHUS —
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dnunemuonorus 6oneHy MeHTUHITORa B TaTapcTaHe

u3 Csepmiockoii obmactu (11,4%), cocenneit PecryOiuku
Mapwuii-9n (4,5%), Pecyonmuxu Komu (2,3%) u Ilepmckoro
kpast (2,3%).

TakuM o0pa3om, Oonee BBICOKAs pacmpocTpaHeHHOCTh bIT
BCTpevaeTcs B ceBepo-3ananHoii (Kasanp + 3e1eHOm0NbCK —
46%) u ceBepo-BocTouHoM (Habepexusie Yennsr + Hiokne-
KaMcK — 32%) vactax Pecny6omuku TatapcraH.

O61mast pacnpoctpaHeHHOCTb BI' yBenmuumnach 3a nocieaHue
50 ner. Heckombko ucciemoBaHuii pacrpocTpaHeHHOCTH BT
CBUMICTEIbCTBYIOT O TOM, YTO OHA INMPOKO BAPbHPYET MEXIY
pasHBIMM TreorpauyecKuMK pernoHaMy. B 1iemoM 3amamHo-
€BpOIEHCKIE CTPaHbl M CTPaHbl C MOMYJSALMSIMU 3amagHo-
eBporelickoro mporcxoxneHus, Takue Kak CIHA, Kanama u
ABCTpanus, MOKa3bIBaIOT BRICOKHUE TTOKa3aTeIu 3a00JeBaeMo-
CTU U pacnpocTpaHeHHOCTU. B A3um pacnpoctpaHeHHOCTh bI'
Huxke. [lokazarenu 3aboneBaemoctu BI' B eBpormeiickux crpa-
Hax paznuyatorcs ot 0,11 10 0,8 ciryyast Ha 100 ThIC. HaceaeHUs
B roJl, oKa3ateau pacrpoctpaHeHHoctd bI' — ot 0,5 mo 12,0
cnyyaeB Ha 100 Thic. HaceneHusl. DTO OTIMYKE YACTUYHO 00b-
SICHSICTCS PA3TUYUSIMU B TUATHOCTHKE 3a00JICBaHMS, a TaKKe
y4eToM oM mpeMaHudectHoIX hopm bI [4, 12—15].

B Haimeit BEIGOpPKE OLIEHUBATIOCH HAIMYME Y TTALIMEHTOB BPE-
HbIX TpuBbIYeK. Hapko3aBUCHMOCTb He BBISIBJIEHA HU Y Of-
Horo u3 nmauueHToB ¢ BI. KypeHnue u ankoroiusm B paBHOMR
CTeNeHU OBbUTH BBISIBIECHBI Y 6 (6,8%) mauuenToB ¢ BI' Tobko
MYXCKOTO oJIa.

K pabotaromieMy HaceneHM0 oTHOCHINCH 14 (31,8%) manmeH-
T0B; 13 HUX 10 xeHiuuH (39% OT 4MC/Ia MALMEHTOB XEHCKO-
ro noja u 71% ot ob6iuero yucia padoTAIOMIMX IALMEHTOB)
1 4 MyxurH (28% oT Yucna ManueHToB MYKCKoTo Toja u 29%
OT 00I1ero ynciaa paboTaomuX MauueHToB). TakuM 06pazoM,
4yacToTa BCTpeYaeMOCTH paboTarolux rnauueHToB ¢ bI' xeH-
CKOTO TI0J1a C BEPOSITHOCTBIO B 95% TIpeBbIlaia TAKOBYIO Y Ta-
LIUEHTOB MYXCKOTO M10JIa.

JLs1 conocTap/ieHusI JaHHBIX 00pa30BaTeIbHOM CTATUCTUKY 1a-
uueHToB ¢ bI' nucnonp3oBanack MexnyHapoaHas cTaHIApTHAs
Kinaccucukaimsa oopazoBanus (MCKO). ITokazarenu MCKO
y Bcex ManueHToB ¢ bI' BapbupoBaau oT ypoBHS 2 (HEMOJHOE
cpemHee 00pa3oBaHUe WM OCHOBHOE 001Iee 00pa30BaHMUE) 10
ypoBHS 6 (3aKOHUYEHHOE Bbicllee (OakagaBpuar) M IOCJIEBY-
30BCKO€ (MarucTpatypa, aclupaHTypa M T.J.) 00pa3oBaHUE);
CpeIHui mokKasareab cocTaBua 4,5 £ 0,9 (oT ypoBHS Hayajb-
HOTo NpohecCUOHATbHOTO 00pa30BaHMs O YPOBHS CPETHETO
npodeccuoHanbHOro odpazoBanus). Cpean manueHToB ¢ bI
’KEHCKOTO0 I10J1a YpOBHY 00pa30BaHMUsI BAPbUPOBAIH B Ipeeax
TeX Xe TIoKa3aTesIel, 9To M y 00IIero Yncia MalueHToB, Cpe-
HU 1MoKa3aTesb TakKe COCTABIJ COMOCTaBUMblE 3HAYCHUS —
4,5+ 1,1. Y mauueHToB MyXCKOT0 MoJia ypOBHU 00pa30BaHUs
KoJjiebaauch ot 3 (IojHoe cpenHee 0Opa3oBaHue) 10 6, cpel-
HU# mokaszaresib coctaBui 4,4 & (0,8, 4T0 COOTBETCTBYET 3HAYE-
HUSIM, TIOJTYYEHHBIM JUIS1 OOILEH IPYIIIIbI MaueHToB ¢ b

Bospact Hauana 3a0oeBaHMs y TMALMEHTOB OOIIEH TPYIITHI
coctaBun 9—73 roma (cpemHuit Bospact 38,2 = 11,4 roma),
YTO KOPPETUPYET CO CPeNHECTaTUCTMYECKUMU NaHHBIMU IO
mupy [10]; y mamueHToB XeHckoro mona — 18—69 ner (40,2 £
10,5 roma); y mareHToB MykcKoro mojia — 9—73 rona (36,2 £
12,3 roma). JlocToBepHBIX pa3nuuuii Bo3pacrta aebroTa 3a00-
JIeBaHUS B CpaBHUBAEMBIX TPYIIIIaX HE BbIABIEHO. ¥ 1 mamu-
€HTa MYXXCKOTO T10jla BO3pacT Havajia 00JIe3HU M0 aHAMHE3y
coctaBun 9 siet, Bospact oopamienus B IDIIubT PT — 19 ner;
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kommuectBo CAG-moBTropoB — 78. Bose3nn yHaciemoBaHa
IO OTIIOBCKOI JIMHMM. B KIMHMYECKO# KapTHHE Tpeodanan
AKMHETUKO-PUTUIHBIA CHHAPOM (IIPEIIONIOXHUTSIBHO BapH-
aHT Becrdans).

Crax 00J1e3HM Y TTAIIMEHTOB O0IIIei TPYIIBI cocTaBml 1—29 et
(B cpemHeM 9,5 * 5,5 roga); y MallMeHTOB XEHCKOTO Moja —
1-17 mer (8,8 * 3,8 roma); y mammeHTOB MYXKCKOTO IOJIa —
1-29 net (8,5 + 6,3 roma). JIocTOBEpHBIX pa3InuMii Bo3pacTa
ne0roTa 3a00/1eBaHIS B CPABHUBAEMEBIX TPYIIIIAX HE BBISIBICHO.

IMpu TIIATETEHOM OIPOCE MALMEHTOB U UCCIEI0BAHUM Bapya-
0eIbHOCTH KIMHUKY YCTaHOBJIEHO, uTo Yy 27 (61,4%) mauueH-
TOB 3ab0JIeBaHUE IE0I0TUPOBAJIO C MICUXMYECKUX PACCTPOICTB,
TaKMX KaK amaTusl, pa3apaXuTeNbHOCTb, TPEBOIa, AEMPECCHsl,
ay 17 (38,6%) — ¢ MOTOpHBIX mIposiBIeHMiA. Takum 00pa-
30M, 1e0I0T 3a00JeBaHMS B BUIE MCUXUYECKUX PACCTPOMCTB
y nauueHToB ¢ bI' Bctpeyancs B 1,6 pa3a yaiie, yeM 1e0I0T ¢
JBUTATENIbHBIX PacCTPOMCTB. Ta Xe TeHAEHIMs BhIsBIEHA IIPU
aHa/IM3e TeHIEPHOIO paclpeieeHus TaHHBIX: 3a00JIeBaHKE
HAYMHAJIOCh C TMICUXNYECKUX paccTpoiicTB v 17 (65,4%) maim-
eHtok 1 10 (55,6%) malueHTOB, ¢ MOTOPHBIX CUMITOMOB —
v 9 (34,6%) u 8 (44,4%) coOTBETCTBEHHO. Y MAIIUEHTOB C Ha-
cnenoBaHueM BI' o oTLOBCKO# JUHUM Ae0I0T 3a00/1€BaHUS
C MICUXMYECKUX PACCTPOMCTB BCTpedascs B 3 pasa yaile, yeM B
BUJIE JABUraTeJbHBIX paccTpoiicTB (75% 1 25% COOTBETCTBEH-
HO); y TTALIMEHTOB C HAC/IEAOBAHKMEM I10 MATEPUHCKOM IMHUK —
1ouTH B 2 pa3a vaite (64,7% u 35,3% cootBeTCTBEHHO). TakuM
00pa3oM, 10 HALIMM JaHHBIM, BI' BHe 3aBMCHMMOCTH OT I10J1a
M MYTH HAC/NEJOBAHMS JOCTOBEPHO dallle NeOIOTHPYET B BUIE
MCUXMYECKUX TIPOSBICHUI, YTO KOPPENUPYET C MUPOBBIMU
JaHHbIMH [16, 17].

[Ipn oLleHKe MOTOPHOTO CTaTyca MALMEHTOB OOIICH TPYIIIIEI
BBISIBJIEHO, YTO TSKECTh ABUIATEIbHBIX PACCTPOMCTB COCTABIISI-
eT 4—79 6amnoB (B cpeaneM 40,1 * 20,2 Ganna), cpeau nau-
eHTOK — 4—79 6amnoB (42,1 £ 20,3 6amna), cpeay MalMEHTOB
MyxcKoro nosia — 4—79 6amnos (37,5 £ 18,5 6amna). locrto-
BEPHBIX Pa3IMINi TSDKECTH IBUTATEIbHBIX PaCCTPOUCTB Y Ta-
LIMEHTOB MYXCKOTO 1 XXEHCKOTO I10J1a HE BBISBIICHO.

IToxazarenu oleHKM 00LIel (PYHKIIMOHAIBHOI CITOCOOHOCTH
BCEX MallMeHTOB BapbUpOBaIv OT 3 Mo 13 GaioB (B cpeqHeM
8,9 + 3,2 6ayna); y nauueHToK — 3—13 Gamwnos (8,9 + 3,3 Oan-
JIa); y MalMeHTOB MyXcKoro rmona — 3—13 6asios (8,9 + 3,1 Gan-
na). Takum 06pa3oM, TOCTOBEPHON pa3HULIbI 3HAUEHUI 001LEi
(DYHKIIMOHAIBHON CIIOCOOHOCTHM TMAIIMEHTOB IO IOJIOBOMY
TIPU3HAKY He BHISIBICHO.

VY nauuentoB ¢ bI' He 0OHApyXeHO 3aBUCUMOCTU TSKECTU
KIMHWIECKUX TPOSIBIIEHUI OT BO3pacTa Hayajla M cTaxa 0o0-
ne3nu. Cnabas xoppensiuus (r= 0,29, p < 0,05) obuieit GpyHK-
LIMOHAJILHOM CIIOCOOHOCTH OT CTaxa 00J1€3HM BhISIBJIEHA JIULIb
y TMALMEHTOB XEHCKOTO TI0JIa. YMepeHHasT KOPPEeSIHs TSKe-
CTM MOTOPHBIX CUMNTOMOB 0T KojuuyectBa CAG-MoBTOpOB
yCTaHOBJEHA Y mamueHToB ¢ bI, yHacnemoBaHHOM 1O OTIIOB-
ckoit munuu (r= 0,35, p<0,05), u cnabast Koppensuus — y na-
uneHToB ¢ BI, yHacienoBaHHON 1Mo XeHCKOM TMHUU. TaKecTh
KJIMHUYECKUX MposiBNeHUH y nauueHToB ¢ bI' ¢ pasHbM Ha-
ClIeIOBaHHMEM JOCTOBEPHO HE OTIINYAJIACh.

IeHeanornyeckoe ucciaenoBaHMEe BceX MAIMEHTOB BbISBUIO
paBHOE pacIpefie/iecHue Tepefadn 3a00J1eBaHMS TI0 OTIIOBCKOI
1 MatepuHcKoi TMHUIM — 36,4% u 38,6% COOTBETCTBEHHO,
12 (25%) manmeHTOB OTPULIAIM CeMEWHbII aHaMHe3 3a00J1eBa-
Husl. [Tpu oLigHKe reHeanornyeckux cBeieHui naiuueHToB ¢ bI'
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0 TeHIEPHBIM TPYIIIIaM Pa3Induil He ObUT0. TakKe YUMTHIBA-
JIUCh CPaBHUTEIbHbIC JaHHbIE Ne0oTa 3a00JeBaHUs Y «00Jb-
HBIX» POIMTENCH M TOCIEAYIOMIMX IIOKOJECHUH MaIMeHTOB.
Bospact ne61ota 3a00neBaHus y MPEAIICCTBYIOLINX TOKOJEHUI
y Bcex maueHToB ¢ BI' B cpenHem coctasui 41,6 £ 7,2 rona, a
y camux nanuenToB ¢ bI' — 38,2 & 11,3 rona; cpeay maunueHToB
xeHckoro nmoja — 40,7 + 7,34 roma npotus 40,2 + 10,5 roaa;
Cpeny IalUeHTOB MYXCKOro moja — 44,0 = 7,6 roga nmpoTuB
36,1 £ 12,3 rona.

Hamm naHHBIE MPOAEMOHCTPUPOBATM YK€ IOATBEPKICHHYIO
MHOTHMHU MEXIYHAPOIHBIMU HCCIEAOBAHUSIMU KOPPETIALIUIO
(r=10,29, p<0,05) Mexxmy BO3pacTOM Hayajga M KOJIUYESCTBOM
CAG-noBtopoB y nauueHtoB ¢ bBI' Myxckoro mona, T.e., yeMm
Boite 3KcnaHcuss CAG-TIOBTOPOB, TeM 0ojiee paHHUIA IeO0T
00JI€3HH, UTO TaKXKe MPOCAEKMUBAETCS 1O JTAHHBIM COBPEMEH-
HBIX MCClenoBaHMid o anuaeMuooruu bI' [18—20].

BrisiBeHO 1ocTOBEpHO O0JIee paHHee Hayaro 00JIe3HH y Malu-
€HTOB M MX ITPEIKOB IT0 OTLIOBCKOM JTMHUY (CpenHNe 3HAUCHUS
28,0 £ 7,6 u 41,2 + 6,9 roga cootBercTBeHHO; p < 0,05), uTO
TIPEICTABIISICT BO3MOXHBIM BBIIEIUTH PEHOMEH aHTHLIUTIALIVI
npu HacnenoBanuu BI' mo otoBckoii tuHuy. [1o naHHBIM K-
Tepatyphl, Ae010T 00e3HU — 0o0Jiee paHHMIA B MOCIEAYIOLIUX
MOKOJICHUSIX BBUIY (PeHOMEHA aHTHIUIIAIIMK, YTO CBS3aHO C
HEeCTaOMJIbHOCTBIO MYTAHTHBIX aJlIeJielt U HapaCcTaHUEM CTerle-
HU 3KCHAHCHHM (YBEeIMICHUEM YUCiIa TpUHYKIeOTHTHBIX CAG-
TIOBTOPOB), OCOOEHHO INpM Tepenaye IO OTLOBCKON JMHUU.
D10 mpoucxoaut Goiee yeM B 80% ciyuyaeB MeHOTHUECKMX
repejay B criepMatoreHese, TakuM odpasoM, ciaydau bI' B oc-
HOBHOM TepeAaloTcsl 1o OTHOBCKOM uHuM [19, 20].

I[Mlo pannpiM JIHK-muarHoctukyu mokasateid 3KCIIaHCUU
CAG-noBTopoB y Bcex nmanueHToB ¢ bI' B cpemHeM cocTaBuin
42,9 *+ 3,3; y malMeHToB KEHCKOTo MoJ1a M MYXXCKOTO Iojia —
41,5+ 2,3u 45,2 £ 5,3 COOTBETCTBEHHO.

¥V 7(15,9%) maHnudecTHBIX TALIMEHTOB YCTAHOBJIEHA O0JIee KO-
potkast iuHa CAG-1ioBTOpOB (36—39). U3 HUX 6 manmeHTOB
ObLTM 3KeHCKOro Mosa B Bo3pacte 48,0 + 12,0 neT 1 1 mauueHT —
MYKCKOro Tosia 58 JieT; cpeqHee konnyecTBo skcnancuit CAG-
nmoBTOpoB cocTaBuito 38,1 + 0,7, Bo3pacT Hauana OONe3HU —
40,9 £ 10,7 rona, crax 6onesnu — 8,6 + 5,1 roza.

V 42,9% manueHToB XeHckoro mojia bI' HaunHanzack ¢ CUXK-
YecKUX MposiBieHuii. BozpacT Havana 3aboseBaHus c1abo BIK-
ST Ha TIPOSIBJICHUS TSIKECTU MOTOPHBIX cumnToMoB (= 0,13,
p = 0,05). YcranosneHa cpennsisi koppeasuus (r=0,4, p < 0,05)
Mexny KoimmaectBoM CAG-TIOBTOPOB M BO3PAacTOM Hadvasa 3a-
0oJieBaHUSI.

IMpu cpaBHenun mauHbB CAG-TOBTOPOB OOHApYXEHO, 4TO
Cpelny MalxeHTOoB ¢ ATMHOM noBTopoB 40 1 Gonee mpeodaanaiu
JMua keHckoro nona (85,7%), a cpeau MaLMEHTOB C JJIMHOM
MOBTOPOB 36—39 TOCTOBEPHBIX TEHICPHBIX PA3INYMii HE BBISB-
neHo. Ilo Bo3pacty nebroTa, cTaxy 00Je3HM, KIMHUKO-aHAM-
HECTMYECKMM MapaMeTpaM TpyIIbl MalMeHTOB ¢ Pa3HOM AJ1-
Hoit CAG-TIOBTOPOB IOCTOBEPHO HE Pa3INYAIKCh.

3akmoyenue

HauGonee Beicokast pacnpoctpaHeHHOCTh BI' ycraHOBNIEeHa B
CeBEepO-3aMagHoil W CeBepO-BOCTOYHOIM dYacTsax Pecmybmuku
Tarapcran u coctapiseT 1,1 Ha 100 Tbic. HaceneHus1, YTO 3Ha-
YUTEbHO MEHbIIE, YeM B IPYrux perroHax Poccum, HO co-
MOCTaBUMO C MUPOBLIMU JaHHBIMM M MIPUOIMKEHO K Pacrpo-



OPUTMHAITBHBIE CTATBIA. Knuhyeckas HeBponorust

crpaHeHHocTH B EBpore. [IpranHOiT MOXeT OBITh Kak peaKast
00paIaeMoCTh MalMeHTOB, TaK M HU3Kasl pacCIpOCTPaHEHHOCTh
bI' B pernone. HamMu He ycTaHOBJIEHBI pa3auuusl pacnpocTpa-
HEHHOCTH B 3aBICUMOCTH OT HAIIMOHAJTBHOM IIPUHAIIEXHOCTH,
YTO PACXOIUTCS C MUPOBBIMM TaHHBIMU U MOXET OBITh CBSI3a-
HO ¢ MUTpaluell 00CIeNOBaHHBIX HAMH TalmeHToB. CpenHee
KonuuectBo nmoBTopoB CAG coctaBuno 42,9 + 3,3, a cpeaHuii
Bo3pacT aedtota 6os1e3Hu — 38,2 £ 11,3 roma. DT faHHBIE CO-
OTHOCSATCS CO CPEIHECTATUCTUICCKUMK MEXIYHAPOTHBIMU T10-
Kazatensamu. [1pu nepenaye 3abo1eBaHMs 10 OTLIOBCKOM IMHUU
BBISIBIICHO OoJiee paHHee Havyauo 00jIe3HU (CpeqHre 3HAYCHHS
28+ 7,6 m41,2 £ 6,9 roma cootBeTcTBEHHO; p < 0,05), 9TO TIpEA-
CTaBJIICT BO3MOXKHBIM BBIIEIUTh (DeHOMEH aHTUIMIALIAYN TIPH
HacnemnoBaHuu BI' ¢ yueToM HecTaOMJIBHOCTM M HapacTaHMS
CTeTICHM SKCIIAHCH TI0 OTIIOBCKOM JIMHUH B TIOCTICAYIOIINX IT0-
KoneHusx. [Icuxuueckue IposiBICHNUS, TAKME KaK aIlaThs, pas-
JPaXMUTETbHOCTh, OECTIOKOMCTBO, AeMpeccus, Ipeodnanaiy B
ne6tote 3a6omeBanust (61,4% ciydaeB), Kak ¥ B JOMUHUPYIOLIEM
qycjie HaOMONeHUI KoJuler U3 pa3HbIX cTpaH. Jlumib y 1 marm-
€HTa HaMW YCTaHOBJICH IpeIojIaracMblii BapuaHT Bectdans ¢
npeobnagaHeM B KIMHUYECKOM KapTHHE aKMHETHKO-DPUTH-
Horo cuHapoma. Ilaumentsl ¢ mmHoi CAG-noropoB HTT
36—39 ¢ KIMHMYECKUMU TIPOSIBIEHUSIMU BCTpedanuch B 15,9%
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dnunemuonorus 6oneHy MeHTUHITORa B TaTapcTaHe

cllyyaeB ¢ mpeoliagaHreM HaleHToB XeHcKoro mofa (85,7%).
Borpeku JaHHBIM JUTEpaTypbl O HETOJIHOM MEHEeTPAaHTHOCTU
MyTaHTHOro reda npu piuHe CAG-nosropoB 36—39 B Halem
HaOmoneHun BbisgBneHO 100% naimeHTOB ¢ MaHubecTanuein
BI' 6e3 mocTOBEpHO 3HAYMMBIX PAa3TUYMil TEHIEPHO-BO3PACT-
HBIX 1 KJIMHMKO-aHAMHECTUYECKMX TI0Ka3aTeleid.

B MexayHapomHOM HayYHOM COOOLIECTBE MPOBOAUTCS AKTUB-
HBIii MOMCK MAaTOTeHETUYECKOM U MOAU(PULIMPYIOLIEH TEpaTTUL:
HEMpOnpoTeKTOPOB — WHTUOMTOPOB aroNTO3a U OKUCIUTEIb-
HOTO CTpecca; MOJIEKYJ, OJIOKUPYIOLIUX arperauuio IOIUrIy-
TAMUHOBBIX OEJIKOB; KJIETOUHOM Tepanuu ¢ Mepecaakoit Moau-
(bUIIMPOBAHHBIX CTBOJNIOBBIX KJIETOK MU (heTATBHBIX HEPBHBIX
TKaHeit. MccnenyoTcss BO3MOXHOCTY T€HHOM Tepanuu, B Tep-
By1o ouepenp, hbeHomeHa PHK-uHTepdbepeHn ¢ eabo mo-
JaBeHus cuHTe3a mHtt ¥ CHUXXeHUS 3aTpyKeHHOCTH KJIETOK
MpPOAYKTaAMU HApYIIEHHOTO OeIKOBOro MeTabonu3Ma. OTU
HAIpaBJiIeHUs] MCCIeNOBaHUI BecbMa TmepcrekThBHbie. Ompe-
JieJIeHWe PacTpOCTPaHEHHOCTU, YTOUHEHKE TeHIEPHOro, BO3-
PAaCTHOTO COCTaBa, YCTAHOBJIEHUE KIMHUKO-TEHETUYECKUX
ocobeHHocTed 1 TeueHust bI' B pasnnyHbIX NOMynsiusX npu-
o0peTaeT B 3TOi CBSA3M BaXKHOE HAYYHOE M MPAKTUYECKOE Me-
JIMKO-COLIMAIbHOE 3HAYEHME.
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XUPYPruuyeckoe jJeyeHue
TPUTEMHUHAJIBHOM HEBPAJITUH,
COYETAIOLIEUCH C OITYXOJIMU

MOCTOMO3XXEUYKOBOTO yIJia

I.1O. I'puropau'?, O.H. Ipesans', H.H. Macioa’, A.P. Cuthukos?

'@I'bOY JI10 «Poccuiickas meduyunckas axademus HenpepvigHo2o nocaeduniomiozo oopasosanus», Mockea, Poccus;
2QIAY «Hayuonaawvhoiii meduyunckuii uccaedosamenvcikuii yenmp “Jlevedno-peabusumauuonnoiii uenmp”», Mockea, Poccus;
SOIB0Y BO «Cmonenckuii 20cydapcmeentbiii meduyunckui yuugepcumem», Cmoaenck, Poccus

Obocnosanue. Tpueemunanvhas neepaseuss (TH) pazeusaemcs ecaedcmeue demuesurusauuy 6xo0Hoi 30Hb kKopeuka mpoiiuyHoeo Hepea (KTH)
8 CIMBO. 20106H020 M032a, KOMOPAS CONPOBOIICOaemcs IKMOnUUecKUM 8030yicOeHUeM U nepeKpecmHbIM pAcnpOCMPaHeHUeM HepBHbIX UMNYAbCO8, NpU-
cmynooGpasroi auyesoii 6oavro. O0HoI u3 npuyun go3nukrosernus TH seasomes onyxoau mocmomo3aceukosoeo yeaa (MMY), oxazviearowue npsamoe
unu onocpedoganroe gosdeiicmeue ha KTH. Onmumanshas xupypeudeckas maKmuxa 6 maKux cAy4anx 3aeucum om aHamomMu4ecKux e3aumoomnouie-
Huit KTH ¢ onyxoasmu u cocyoucmbimu cmpyKmypami.

Heavro uccaedosanus ssasemes ouenka eapuanmos anamomuueckux ezaumoomuouenuii KTH u pe3ynbmamos npumenenus paautHsix Xupypeuueckux
Mmemoduk 6 aeveruu TH npu onyxonsx MMY.

Mamepuaavt u memodst. IIposeden pempocnexmughoiil ananuz 52 nayuenmos (38 acenwun u 14 myxcuun 6 eozpacme 22—82 eoda) ¢ TH u uncuaa-
mepanvhoimu onyxonsmu MMY: 29 menuneuomamu sepxywxu nupamudst eucouroil kocmu, 11 snudepmoudamu, 10 secmudyasproimu HeepuHomam,
1 eemaneuomoii u 1 kasepHomoil.

Pesyavmamot. Bvisgaenvi 6 eapuarnmos anamomuyeckux ezaumoomuouenuiit KTH ¢ onyxonsmu MMY u npusexcawumu acKyasprvimu cmpykmypa-
mu: KTH noanocmoio okpyacer onyxoasko; onyxons coasausaem u cmeuwjaem KTH; onyxonw pacnosoxcena enympu KTH; onyxons emecme ¢ cocydom
cdasaugaem KTH; onyxoav cuewaem KTH 6 cmopony cocyda; onyxons ve konmaxmupyem ¢ KTH, KTH coaenen cocydom. ducaoxayus u degpopmayus
KTH onyxoaamu MMY o6napyacenst y 50 6oavnbix, a 6 2 HabaodeHusx npamoeo Konmakma Heperuix 6040koH KTH ¢ H08000pazosanuem He 0biao.
Heiiposackyasphbiii KoHpAUKM, 8b136aHHbLI APMEPUANLHBIMU U 8eHO3HBIMU cOCYOamu, 00Hapyicer 8 16 nabarodenusx. Bvibop mexHuku 8ackyaspoii Oe-
Kkomnpeccuu 3asucen om cmeneru pacmscerus u degpopmayuu KTH. [locaeonepayuonnas MPT nodmeepouna momansHoe yoanerue 51 onyxosu MMY
6 npedcmasnerHoil cepuu u moavko 6 1 Habarodenuu 00Hapycerbl He3HAYUMeAbHble OCMAMKU SNUOEPMOUOA 8 KOHMPAAAMepaAbHOil yepedessonoHmUH-
Holl yucmepte. JlemanvHbiX UcX0008 NOCAe XUPYPeUUECKUX 6MeUamenbcme He 0bi10, a B03HUKUIUE HePONAMUY KPAHUANbHbIX HEPBOB8 HOCUAY NPeX0O0AUUl
xapakmep u peepeccuposanu cnycms 2—3 mec. B 15 nabawOerusx ommeuero 803HUKHOBeHUe UAU HAPACMAHUeE 2UNeCMe3ul 8 30He UHHeP8ayuu mpoii-
HUYHO20 Hepea, KOmopas ucye3and 6 me4enue HeckoAbKUX Hedeab U He conposoicdaracs peyudusom TH. B 6 cayuasx, komopoie paree He noogepeaucs
xupypeuyeckum manunyasuyuam na KTH u e2o0 nepugpepuueckux eemesx, o0HapyyceHo yayuuienue uyscmeumeavrocmu nHa auye. Ioanvii peepecc TH
6 Oaudcaiiuiem nocaeonepayuonHom nepuode ommeuer y 51 nauyuenma. B 1 nabatodenuu 3nudepmoudHol onyxoau 045 yCmpaneHus coxpanaouuxcs
6 meyeHue Hedeny UHMEHCUBHbIX NAPOKCUIMO8 004U NPOBeOeHA UPECKONCHAS PAdUoHacmomuas mpueeMuraabias pusomomus. Ilpu nocaedyrowem Ha-
Oarodenuu 6 meuenue 2—10 nem nosmoprozo pocma onyxoneii MMY u peyudusos TH ne svisneneno.

3akarouenue. TH moocem evizvieams npamas komnpeccus u degpopmayus KTH u cmeoaa 2on08r020 mosea onyxonsmu MMY u cocyducmotnu cmpyxmy-
pamu. lemanvroe uccaedosanue éceii npomsaxcennocmu KTH nocae yoanenus onyxonu Heobxo0umo 045 oyeHKY HellposackyaapHbix 63aUM0o0OmMHOUeHUl.
IIpu cocyducmoii komnpeccuu KTH 0ns nevenus TH mozym Gbimb ucnoab306anbi pasau4mvie Memoouxu MukposackyasapHoi 0exomnpeccuu.

Kimouesbie ciioBa: mpucemMuHaibHasn Heepancus, MOCIOMO3MCEUKOBYLIL yeoa, onyxonnw, auuesas 60b.

Hctounnk puHaHCHPOBAaHNMS. ABTOPHI 3asIBIISIIOT 00 OTCYTCTBUY (DMHAHCHPOBAHUS IIPU ITPOBEICHNH UCCICIOBAHUS.

Kond kTt HHTEpecoB. ABTOPHI NEKJIAPUPYIOT OTCYTCTBUE SIBHBIX M TIOTEHLUATBHBIX KOH(IMKTOB MUHTEPECOB, CBA3aHHBIX C My0IMKa-

LIMeN HACTOSILIEN CTaThHU.
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Surgical Treatment of Trigeminal Neuralgia Combined
with Tumors of the Cerebellopontine Angle

Georgy Yu. Grigoryan'2, Oleg N. Dreval’!, Natalya N. Maslova®, Andrey R. Sitnikov?

'Russian Medical Academy of Continuing Postgraduate Education, Moscow, Russia,
National Medical Research Center of Treatment and Rehabilitation, Moscow, Russia;
ISmolensk State Medical University, Smolensk, Russia

Introduction. Trigeminal neuralgia (TN) develops because of demyelination in the entry zone of the trigeminal nerve root (TNR) into the brainstem, which is
accompanied by ectopic and cross-excitation of the nerve impulses with paroxysms of facial pain. One of the causes of TN are tumors of the cerebellopontine angle
(CPA), which have a direct or indirect effect on the TNR. The optimal surgical approach in such cases depends on the anatomical relationship between the TNR
and the tumor and vascular structures.

The aim of the study was to evaluate the relationship between the anatomical variants of the TNR and the outcomes of using various surgical methods to treat TN
in CPA tumors.

Materials and methods. We performed a retrospective analysis of 52 patients (38 women and 14 men aged 22—82 years) with TN and ipsilateral tumors of the
CPA: 29 with apical petrous meningiomas, 11 with epidermoid tumors, 10 with vestibular schwannomas, 1 with haemangioma, and 1 with cavernoma.

Results. Six variants of the anatomical relationships of the TNR to CPA tumors and the adjacent vascular structures were identified: where the TNR is completely
surrounded by the tumor; where the tumor compresses and displaces the TNR; where the tumor is located inside the TNR; where the tumor, together with the
blood vessel, compresses the TNR; where the tumor displaces the TNR towards the vessel; and where the tumor is not in contact with the TNR, but the TNR is
compressed by the blood vessel. Displacement and deformation of the TNR by CPA tumors was found in 50 patients, and no direct contact between the TNR
nerve fibers and the neoplasm was observed in 2 cases. The neurovascular conflict caused by arterial and venous vessels was identified in 16 subjects. The type
of a vascular decompression technique depended on the degree of stretching and deformation of the TNR. Postoperative MRI confirmed the complete removal
of CPA tumors in 51 patients, while minor epidermoid residue in the contralateral cerebellopontine angle cistern was found in only one subject. There were no
fatalities after surgical interventions, and the postsurgical cranial nerve neuropathies were transient and regressed within 2—3 months. In 15 cases, hypoesthesia
developed or worsened in the trigeminal nerve innervation zone, then disappeared within several weeks, and was not accompanied by a recurrence of TN. Facial
sensitivity improved in 6 cases, who had not previously undergone any surgical manipulations of the TNR and its peripheral branches. Complete regression of
TN in the immediate postoperative period was observed in 51 patients. A percutaneous radiofrequency trigeminal rhizotomy was performed in 1 subject with an
epidermoid tumor, to eliminate the intense pain paroxysms that persisted for a week. No recurrent growth of CPA tumors or relapses of TN were observed during
the subsequent follow-up period of 2—10 years.

Conclusion. TN can be caused by direct compression and deformation of the TNR and brainstem by CPA tumors and vascular structures. A detailed examination
of the entire length of the TNR after tumor removal is necessary to evaluate the neurovascular relationships. In cases of vascular compression of the TNR, various
methods of microvascular decompression can be used to treat TN.

Keywords: trigeminal neuralgia; cerebellopontine angle; tumor; facial pain.
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Beenenne apTepualbHBIMU U BeHO3HbIMU cocymamu [1, 3—10]. Backy-
JISIpHAsT KOMTIpeccHs ciyxut npudarHoit TH npubnusurensHo
TpuremunanbHas Hepanrusi (TH) pasBuBaetcst BciencTBue B 90% ciyyaeB, a y 3HAUMTENLHO MEHBIIIETO YKMCIIA TTAIIMEHTOB
JeMUETMHU3AIMY BXOIHOM 30HBI KOPEIIKa TPOMHUYHOTO Hep- (10 3%) OCHOBHBIM 3THOJIOTMYECKUM (HaKTOPOM SIBIISIFOTCS
Ba B CTBOJI TOJIOBHOTO MO3Ta, KOTOpAsi COMPOBOXKAAETCST IKTO- ovaru feMuenuHu3anuy o BxogHoit 3oHe KTH 1 BHyTprcTBO-
MMYECKUM BO30Y:XIeHUEM U 3anTriecKuM (TMepeKpecTHbIM) JIOBBIX TPUTEMUHATBHBIX MYTSIX TIPUA PACCESTHHOM CKJIEPO3E.
pacrpocTpaHeHHeM HEpBHBIX MMMYIbcoB. Ha ypoBHE cTBO-
JIOBBIX CTPYKTYDP BO3HUKAIOT LIEHTPANbHASI CEHCUTU3ALMS U [Tpu TH Takxe BBISIBASIIOTCS pa3inyHble MO CTPYKTYPE U JIO-
MaToJOTMIECKasi TUIIEPAaKTUBHOCTb TPUTEMUHATBHBIX SIEp, KaJIM3aI[My OITYXOJIM TOJIOBHOTO MO3Ta, KOTOPHIE BO3NIEHUCTBY-
KIMHUYECKU TPOSIBIISIONIASCS MPUCTYNOOOpa3HON JIMLIEBON 10T Ha Tepudepruyeckrie BETBY, TaHIIUi, KOPEIIOK U BHYTPHU-
6obio [1, 2]. OnbiT Xxupypruyeckoro jgeuenust TH, a Takxe pe- CTBOJIOBbIE CTPYKTYphl TpoiiHMYHOTO HepBa. E. Bullit u coast.
3YJIBTAThl HEWPOBU3YATM3AIIMOHHBIX CCIENOBAHWI TTOKA3aIH, [4] Habmomam TH y 6 U3 7 manueHTOB TP JIOKATHA3AIUN
YTO B MOAABJAIONIEM OOJBIIMHCTBE CIyYyacB MPUYMHOM Ma- omyxoJjieii B MocToMo3xeukoBoM yriy (MMY), a mpu nopa-
POKCU3MOB 0OJIM SIBIISIETCSI COCYAMCTAst KOMIIPECCUST KOpelKa KEHUW CpelHell YeperHoil AMKU U TiepuQepruyeckix BeTBei
tportnmyHoro HepBa (KTH), Hanbonee yacto oOycnoBieHHAs TH 65112 BRISIBICHA TOMBKO B 2 3 9 ciyvaeB. A. Puca u coast.
METISIMUA BEPXHEHW MO3XEUKOBOM apTepUU, a TAKXKE NPYTUMU [9] obHapyxwumu, yto TH npu komnpeccun KTH onyxonsamu
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OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust

MMY nab6monanacs B 12% HaOMOLEHNH, a aTUITMYHAS JTHLE-
Basg 60J1b — B 2%, MpUYEM TaKKe OTMEUaIOCh OTCYTCTBHE He-
BpaJTUUYECKOI OOJMM TIPU PACIIONIOXEHUN HOBOOOPA30BaHUIA B
00J1aCT! TPUTEMUHANIBHOTO TAHIJIUS U MepuepuuecKuX BeT-
Beii B cpeiHeili yepenHoii simke [9].

B rpynne u3 473 naumentos ¢ TH A. Gonzalez Revilla [10] BbI-
SIBWJI UTICHJIaTepaibHbIe 001eBOMY CMHApOMY onyxoinu MMY B
24 HabmoaeHusx: B 11 ciyyasx — HEBPUHOMBI, B 9 — anuaep-
MOW/IBI, B4 — MEHUHTHOMBI. AHATOTUYHbIC TAHHBIE TIPE/ICTaB-
JIEHBI B 00Jiee O3MHUX MccaenoBaHusX. Tak, cpenu 1257 60ib-
HbIx ¢ TH yactora omyxoneit MMY coctaBmia 9,5%, a B Apyrux
cepusax u3 211, 1930 u 2070 ciyyae — 2,1%, 1,4% u 1,7% co-
OTBETCTBEHHO, MPUYEM Yallle 00HAPYXMBATUCh MEHHTUOMBI,
aKyCTUYECKIE HeBPHMHOMBI U anuaepMounsl [11—14].

TH Bo3HMKAaeT BCIEACTBUE HEMOCPEACTBEHHOIO BO3AEHCTBUS
HoBooOpa3oBaHuit MMY Ha KOpelloK TpOMHMYHOTO HEpBa,
YTO TTOATBEPKIACTCS BHICOKON 3(D(PEKTHBHOCTHIO XMPYpruye-
CKOTO YIOAJICHHSI OIYXOJIell B JIEUCHUH ITapOKCU3MAIBHON JIH-
LeBoi Oonu. AHanu3 Tomorpauueckux B3aMMOOTHOILEHUI
y TAIWeHTOB, cTpamalommx TH B coyeTaHNM ¢ OMYyXOJISIMU
MMY, nokasai, 4To cocyaucTast KOMIpeccusl KOpelKa Tpoii-
HUYHOTO HepBa TAKKe MOXKET OBITh BEAYIINM (PAKTOPOM pa3BH-
THsI HeBpaiarnuyeckoro cunapoma. Barker FEG. 2" u coasr. [11]
nomuepkuBaioT, 4yto TH y matmenTos ¢ onyxonsmu MMY nme-
€T BaCKY/SIPHYIO NPUIMHY U BO3HMKAET MCKIIOUUTEIBHO IIPH
KOMIIPECCUM HEPBHBIX BOJIOKOH MPUJIEXAIIAM COCYIOM.

Ilennio pa®oTHl OBLIO MCCNEAOBAaHME AaHATOMUYECKUX B3aUMO-
otHowmeHuit KTH ¢ mpunexaiuumu CTpyKTypaMy y MalMeHTOB
¢ TH u onyxonsamu MMY, a Takke pe3yJIbTaToB XUPYpruyecKo-
T'0 JIeueHUs MapOKCU3MabHOM JIMLIEBOM OOJH.

MaTepua.nbl W METO/bI

Knunnueckuii cunapom tunudHoit TH cooTBeTCTBOBAN Ciemy-

IOIIMM OCHOBHBIM IPU3HAKAM:

* TIapOKCU3MAJIbHBII XapaKTep JUIEeBOi O0MU C pacrpocTpa-
HEHUEM B 30HaX MHHEPBALIMU OMHOM WM HECKOJIbKUX BET-
Beil TPOMHUYHOTO HEPBA;

* 00JIb HOCUT CTPENSIOIIMiA, PEXYIIUIA XapakTep, MO TUITY
yaapa 3JeKTPUUYECKUM TOKOM;

* JUTMTEJIbHOCTh TapOKCH3Ma OT HECKOJbKUX CEKYHI IO 2—
3 MUH;

* HaJu4yue TPUTTEPHBIX 30H, Pa3ApaXeHHUE KOTOPBIX MPUBO-
JIUT K BOBHUKHOBEHUIO MTAPOKCU3MAbHOM 001,

* Hajuyue adCOMIOTHOTO M OTHOCHUTENLHOTO pehpaKTepHOTO
MEPUOJIA, B TEYEHUE KOTOPOTO Pa3IpaXeHUE TPUITEPHBIX
30H HE COMPOBOXAACTCS HEBPAITUUECKUM TIPUCTYIIOM;

* OTCYTCTBHME OOJIE3HEHHBIX OLIYLICHUNA B MEXITPUCTYITHOM
Tepuose;

* TIOJIOXUTETBHBIN 3(PGEKT MPUMEHEHUST TPOTHBOCYIOPOXK-
HBIX CPEICTB (KapObaMasenuH 1 ero aHaJIoTu), 3HAUYMTeTbHO
0CJIa0JISIOIMX UHTEHCUBHOCTh U 4aCTOTY 0OJIEBBIX MApPOK-
CU3MOB.

Kpurepusmu BKIIIOYEHHS TTAIIMEHTOB B HACTOSIIIEE PETPOCIICK-
TUBHOE UCCJIEJ0BaHUE SIBISIUCH HATMUME KIMHUYECKON Kap-
tuHb THIIMYHOM TH 1 uncunarepanbHoit omyxonu MMY.

Kputeprn HeBKITIOUEHWS:

« tunmyHag TH, coueraromasics ¢ KOHTpajaaTepaabHBIMU
omyxonsimu MMY wnu MHTpakpaHuaaIbHBIMU HOBOOOPA30-
BaHUSIMU UHOI JIOKATN3AINN;

* 0OJIbHBIE C HEMPOMATUYECKON JIULIEBOI OOJIBIO;
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* MAIMEHTH ¢ J0OPOKAYSCTBEHHBHIMU U 3JI0KAYECTBEHHBIMU
HOBOOOPA30BaHUSIMU CpeHel YepenHoi sIMKU ¢ aeadde-
PEHTAIIIOHHBIM OpO(halliaTbHEIM 00JIEBBIM CHHIPOMOM.

OcHOBHaf 11eJTb XMPYPIUIeCKIX BMEIIATEIbCTB 3aKITI0YaIach B
neyeHuu TH, mpuumHa KOTOPOii yToYHsIIaCh BO BpeMs 9KCILIO-
pauu MMY, a npoBoayMasi Bo BceX Clydasix pe3eKIusl HOBO-
00pa3oBaHMii TIpH HEOOXOAMMOCTH JOTIOTHSIACH HEIPOBACKY-
JIIPHO# IeKoMIpeccueii. Xupypruueckoe JieueHue MpoBeaeHO
52 6onbHbIM (38 XeHIIuH 1 14 MyX4rH B Bo3pacte 22—82 JieT),
n3 Hux onyxonu MMY u TH B 25 ciyyasix ToKaau3oBaauch
cripaBa u B 27 ciyyasx — cieBa. JIuTenbHOCTh 3a00eBaHKS
JI0 XMPYPTUUECKOTro JIeueHns Kojredanach ot 1,5 mec mo 23 ner,
MpUYEeM BCE MALMEHTHI C LEJbIO CHWXXEHUS] WHTEHCUBHOCTU
00J1eBOT0 CHHIpPOMA IIPUHUMAITH TIpeTapaThl KapdaMaselrHa B
cyrouHoit mo3e 400—2000 mr.

Xupypruueckue MaHWIYISIMKM Ha Teprupepuyeckux BeT-
BSX TPOMHWYHOTO HEPBA C HE3HAUMTEIbHBIM KPaTKOBPEMEH-
HbIM adexkTom ObuTH TpoBeneHb! Y 10 manueHToB, U3 HUX
B 3 HaOMIONEHUSX PaIMOXUPYPrMYEeCKre BMeELIAaTeNbcTBA He
OKazaau BAWSHUSI Ha mHTeHcUBHOCTh TH. Bcem marmeHTam
nepen XUpYpruyeckKuM BMEIIATEeIbCTBOM M B PaHHEM IIO-
CJICONEPAlIMOHHOM TIEPUOJE TPOBOIUIM OOIIEKIMHUYECKOE
1 HEBPOJIOTHMYECKOEe O0CNIeI0BaHME, a TAKKe KOMITBIOTEPHYIO
U MarHUTHO-Pe30HaHCHYI0 ToMorpaduio. MccienoBanue To-
norpabuyeckux BzauMooTtHoweHuss KTH ¢ mpunexammmu
CTPYKTypaMM U yIaJeHUe OIMyXoJeil OCYIIEeCTBISIN peTpoMa-
CTOUIANBHBIM JOCTYIIOM B TOJIOXEHUM MAI[MEHTOB CUIS TOJ
SHIOTPaXealbHBIM HapKO30M.

PesynbraThl

Kimianueckast MaHndecTamms JULeBoi 0011 y BceX IMaIMeHTOB
B MIPE/ICTABICHHOM MCCJIEIOBAHMU MTOTHOCTHIO COOTBETCTBOBA-
na xputepusim TunmaHoi TH. Bce manmeHTsl onpasneneHsl
COOTBETCTBEHHO I'MCTOJIOTMYECKUM TUTIAaM HOBOOOPa30BaAHUIA:
* MEHUHTUOMBI MMPAMUbI BUCOYHOMU KOCTH (1 = 29);

* 3MUACPMOUIB MOCTOMO3XEUKOBOTO yriia (n = 11);

* BeCTUOYJIsApHbIE HEBPUHOMBI (7 = 10);

* TeMaHTUOMA MMPAMUIBI BUCOUHOI KocTh (1 = 1);

+ xasepHoma KTH (n=1).

KnuHuyeckre 0COOEHHOCTH HEBPOJOTMUYECKUX TPOSIBICHUI
1 TedeHus1 3a001eBaHMs TIpeCTaB/IeHbI B Ta0. 1.

Benyiueii xano0oii nalyeHTOB ¥ MPUYKMHOM 00palleHusI K Bpavy
BO BCEX CITydasx OblIa INIeBast 00JIb TAPOKCU3MAITBHOTO XapaK-
Tepa. ¥ 0osbimHcTBa mauueHToB TH MaHudecTupoBana pe3koi
MapOKCU3MABHOM 00JIbIO, ¥ JIVIIb B 3 HAOMIOAECHUSIX 3a00/1€Ba-
HHUE HAyajJgoch C 0O0JIC3HEHHBIX OIIYIICHUI HEONpeneIeHHOTO
XapakTepa, KOTOpble B T€UeHHE HECKOJBKMX MECSIEeB TpaHC-
(hopMHUpOBANICH B TUITMYHBIN HeBpaATHIecKuii cuHapoM. s
CHIXXEHUS] MIHTEHCUBHOCTU 0OJIEBOTO CMHIPOMA BCe MALMEHTHI
TMPUHAMANHA TIpeTiapaThl KapOaMaselnHa, J03MPOBKa KOTOPO-
0 MOCTETIEHHO YBEIMYMBANACH BIUIOTh O Pa3BUTHS MOOOYHBIX
3 dexToB. DPHEKTUBHOCTD JI€UEHUsT MPOTUBOCYIOPOXHBIMU
npernapaTaMy Oblla BApUAOEIbHOM, M Y YACTH TAIIIEHTOB BBICO-
KHUe JI03bl Iperiapata He TIPOBOMIN K 3aMETHOMY OCJIa0eHIIO
MHTEHCHBHOCTH M 9aCTOTHI OOJICBHIX TIPHCTYIIOB.

[TauueHTsl B TeYEHUE AJIMTETBLHOTO BPEMEHU MOJyvalnd KOH-
CepPBAaTUBHYIO Tepamuio 0e3 HeOOXOMMMBIX TMATHOCTHYECKUX
uccaenoBaHuit. B 7 ciaydasx mpoBeAeHbl XUpYpruyeckue ma-
Hunyasuuu Ha nepudepuueckux BetBsx 1 KTH mst neuenus
00J1EBOT0 CUHIPOMA, OMHAKO MX 3(hGhEKTUBHOCTh OblIa HU3-
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Table 1. Neurological disorders in patients with TN and CPA tumors

Knunuyeckue nposisnenms MeHunruoma dnupepmong HeBpuHoma KasepHoma FemaHrnoma
Clinical symptoms Meningioma Epidemoid Schwannoma Cavernoma Haemangioma
n 29 11 10 1 1
Hapymeﬂme cnyxa 1 1 10 . 3
Hearing impairment

Arakcus

Ataxia 6 1 2 - -
CeHcopHble HapyLueHus 13 5 5 1 B

Sensory impairment

KO# MM KpaTKoBpeMeHHO#. B 3 Habmonenusx panee Ha MPT
OBLIM TMAaTHOCTUPOBAHBI OITYXOJIM MOCTOMO3KEUKOBOTO YIJia 1
MPOBEAEHO PaaOXMPYpPruuecKoe JeueHue, KOTopoe He Mpu-
BeJIO K 0c/1a0neHuI0 60J€BOr0 CUHAPOMA M YMEHbIIEHUIO pa3-
MEpOB OIMYXOJIH.

YV 7 nanueHTOoB, MOABEPIIIMXCA MAHUITYJISALIMSIM Ha epudepu-
yeckux BeTBsX 1 KTH, mpu mocTyrieHny BRISIBISITACH pas3iny-
HOH CTeMeH! BbIPAXXEHHOCTU TUIIECTE3UST B COOTBETCTBYIOIIMX
30Hax JIM1Ia BCJIENCTBUE HETIOTHOM penHHepBaiu. Hu B omHoM
13 HaOMOIeHU I He BBISIBJIEHO CIA00CTHU KEBATEbHBIX MBIIIIIL,
a TakXe CHIDKeHUS (BBITIaieH)s) POTOBUYHOTO pedieKkca.

Hapymenust 4yBCTBUTENLHOCTH Ha KOXe JIULA U CIU3UCTHIX
000JI09KaX Ha CTOPOHE ITAPOKCU3MATbHOM 00N 3aKITI0YAIHNCh
B JIETKOI TUIeCTe3uu. B yKa3aHHBIX CIyyasx CEHCOPHBIE Ha-
PYIIEHHUS BBISIBIISIMCH TOJIBKO BO BPeMS JETATBHOTO HEBPO-
JIOTUYECKOT0 00CIeq0BaHMsI 1 HE 0CO3HABAINCH CAMMMU Ta-
LUEHTaMHU.

Hapymenus ciyxa Ha cropoHe TH u onyxonu MMY npuo6-
penu Bemylllee 3HAauUeHWE Cpely BCEX «HETPUTEMUHATbHBIX»
CHMMITOMOB. HapylieHust ciiyXa mposiBISUIUCh €10 CHIDKEHUEM
M, 3HAYMTENILHO Yallle, TIYXOTOM. BhIpakeHHBIE HapyIICHUS
clyxa ¢ rmpeo0JiafaHueM TIyXOThI BbISIBIEHHBI Y BCeX MALIUEHTOB
C BeCTHOYISIDHBIMY HEBPUHOMAaMU, B 24% cilyyaeB MEHUHTHOM
MUPAMUIBI BUCOUYHOIN KOCTH ¥ TOJBKO B 1 HAOMIOOEHUN SIIH-
nepMouna. B rpymme ¢ HeBpuHOMaMu 3a0ojieBaHHE OOBIYHO
MaHH(pECTHPOBAIO HApYIICHUEM CIyXa U CIycTs 1—2 roma Ha
(hoHe TPOrpeccUpyIOIIEro CHIDKEHUS CliyXxa IO LIYXOThI IPU-
COCIMHSITUCH TTAPOKCU3MaJIbHBIE JULeBbIe 6011, CXOmHOE Te-
YeHKe KIMHUYECKUX CUMIITOMOB OTMEYEHO Y MALIMEHTOB C Me-
HUHTHOMaMM, X0Ts Y 3 mauueHToB aedoT TH npenmectsoBan
MOCTETIEHHOMY CHIDKEHUIO (DYHKIIAU CITyXa.

ATaKTHYeCKIE PacCTPOMCTBA BBHISBISUIMCH 3HAYUTEIBHO PEXE
M OTMEYEHBI TIPEUMYIIECTBEHHO Y MALUEHTOB ¢ MEHMHTHOMA-
mu. HapyieHue ¢hyHKIMU JTNIIEBOTO HEPBA, 4 TAKKE CUMIITO-
MBI TTOpPaXeHMs KayIaabHOM IPYIITBl KPAHUAIBHEIX HEPBOB U
CTBOJIa TOJIOBHOTO MO3ra OOHAPYKEHbI B €IMHUYHBIX CTyJasX.

30Ha pocTa BCeX MEHMHIMOM, MAKCUMANIbHBIIA pa3Mep KOTo-
pHIX Kosebaics oT 19 1o 65 MM, pacronarajiach Ha TBepPIO
MO3TOBO¥ 000JI0UKE BEPXYIIKUA MUPAMUALI BUCOYHOU KOCTU
KMepeau OT BHYTPEHHEro CciyXoBoro mpoxona. [lopaxkeHue
BCEX TPeX BETBEW TPOMHUYHOTO HEpBa OTMEYEHO B 5 Ciyya-
ax, [-1I BerBeit — B 3, II-11I BeTBeit — B 8§, M30IMPOBAHHOE
nopaxeHnue Il BeTBu — B 10 1 u3onmupoBaHHoe mopaxeHue I11
BETBM — B 3 HaOMONeHUsIX. B KIIMHMYECKOl KapTUHE Maiu-
€HTOB C MEHUHTUOMaMM TaKXe OTMEYEHBI CHIDKEHUE CITyXa,
aTtakcusl U/WIM HUCTarM — B 9 ciryyasx; mape3 OTBOASIIETO
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HEpBa U CHUXXEHUE Ciyxa — B |; Mape3 IM1eBOTo HEpBa U CHU-
XeHue ciyxa — B 1.

Bce HeBpMHOMBI UCXOOWIM U3 BECTHOYJSIPHOTO HEpBa, a MX
MakcUManbHble pa3Mepbl coctaBunu 20—50 mm. TTopaxenue
II-II1 BeTBeit HabMOMATIOCH B 6 CiTydastx, U30JIMPOBaHHOE TTO-
paxenue 111 BeTBu — B 4. Y Bcex MaIMeHTOB 3TOM TPYIIIIHI OT-
MeJaioch OTHOCTOPOHHEE CHIKEHHUE CITyXa, IpruYeM y 4 — I1y-
X0Ta, y 2 — atakcusl, y | — Heliponatusi TMLEBOro HepBa.

MaxkcumanbHble pa3Mepbl 3MUAEPMOUIOB BapbUPOBAIM OT
20 mo 60 MM, B 3 HaOJIIONEHUSIX OIYXOJIEBbie MACChl PacIpo-
CTpaHSJIMCh B KOHTpasiaTepaibHblii MMY, a'y 2 3anonHsaiu na-
pacesuIspHbIe IrcTepHbl. [TopaxkeHue BceX TpeX BeTBei TPoii-
HUYHOTO HepBa BhIsiBIeHO B 1 ciyuae, [I-I11 Beteit — B 6, I—
IT BeTBeit — B 1, u3onuposaHHoe nopaxeHue Il BetBu — B 1 u
III BeTBU — B 2.

V omHOI 60IBHOM TeMaHTOMAa, MAKCUMAITBHEIA pa3Mep KOTO-
poit coctaBua 11 MM, JIOKaIM30Banach Ha TBEPION MO3TOBOIA
000J10UKe BbIILIE W KIEPeArd OT BHYTPEHHErO CJIYXOBOTO MPO-
X0Zla, a Y IPYIoro ITalleHTa KaBepHOMa pa3sMepoM 5 MM Jie-
ana BHyTpu KTH. Y oboux mauueHToB OblIM mopaxeHsl 11 u
111 BeTBM TPOIHUYHOTO HEPBA.

BapuaHTbl aHaTomuyeckux BzaumooTHolneHuit KTH ¢ pas-

JIMYHBIMHU 110 TUCTOJIOTUYECKOMY CTPOEHUIO BUIAMU OIyXOJIei

MMY u npuiexaiyuMu BaCKyISIPHBIMU CTPYKTYpaMK OTpaxe-

HBI B Ta0J1. 2. BhIsIBIEHHDIE BO BPEMSI XUPYPTMIECKOi IKCILIO-

pauuu aHatoMuyeckue BzauMooTtHomeHus: KTH ¢ onmyxonsamu

MMY u npunexaiiumu BacKyJISIpHBIMU CTPYKTYpaMu Mojpas-

JieieHbl Ha 6 TUTIOB (PHCYHOK):

* tun I — onyxosnb nonHocThio okpyxaeT KTH;

+ Tun Il — omyxons cmemaer KTH;

+ tun [T — omyxons pacnonaraercs BHyTpu KTH;

* tun [V — omyxonb 1 mpunexanmii K Heil cocyl CMeIaT
KTH;

+ tun V — omyxoib cmemaer KTH no HanpasneHuto K cocyny;

« tun VI — onyxonb He compukacaercss ¢ KTH, kotopwrit
CIIABJIEH COCYJIOM.

B npeactaBieHHol cepuy MalMEHTOB KOMIPECCHOHHOE BO3-
neiictBre Ha KTH I tima BeisgBneHo y 4 manuenTos, 1T —y 31,
I—y1,IV—y4,V—y10, VI — y 2. OnepatuBHoe BMeIlIa-
TeJbCTBO OIPAHUYMBAIOCH YAAJEHUEM OMyXoJiel Y MalueHTOB
¢ BaumooTHoueHussMu 1, 11 u 111 Tunos, a mpu B3auMOOTHO-
meHusix IV, V u VI TunoB 10nonHUTeIbHO TPOBOAMIACH COCY-
IVICTAsT IEKOMIIPECCHSL.

Hucnokauus u nedopmanust KTH onyxonsmu MMY obHapy-
XeHbl 'y 50 00MbHBIX, a B 2 HAOMIOAEHMSX TPSIMOTO KOHTAKTa
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I Iv
II \/
III VI

Tunbi anaToMuyeckux B3auMooTHomeHuii onyxosneii MMY ¢ KTH u co-
CYAMCTBIMH CTPYKTYpPaAMHU

Types of anatomical relationships between CPA tumors and TNR and
vascular structures

HEPBHBIX BOJIOKOH KOPEIIKA C HOBOOOPa30BaHMEM HE BBISIBIIC-
Ho. M3 11 maumenTos ¢ smunepmounamu y 7 KTH Obu1 pacTsiHyT
Ha TMOBEPXHOCTH OITYXOJEBOTO y3na, y 4 nedopMUPOBAHHBIIM
u cMmemieHHblii KTH pacnonaraics B Toniie HOBooOpa3oBa-
HUsl. Y OONBHBIX ¢ MEHMHTMOMAMU HATIPABICHUE CMEIICHUS
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X1pyprityeckoe feyeHme TPUreMUHabHOM HeBpanrm

KTH 3aBuceno oT pacnonoxeHus: 30Hbl pocTa ormyxonau. [Ipu
JIOKAJIM3aLIMKU 30HbI POCTa B 00JIaCTH BEPXYIIKM MAPAMUIbI BU-
COYHOM KOCTH U TeTpoknuBaibHOi 30He KTH pacmonarancs
Ha 3aJHEHIDKHEN TOBEPXHOCTU OIYXOJEeBOro y3naa. B cimyya-
SIX MCHIHTHAOM, MCXOISIINX M3 TBEPHIOM MO3TOBOM 00OJIOUKI
MUPAMUIBI BUCOYHON KOCTU BOJM3M BHYTPEHHETO CIyXOBOTO
MpoxXoa, a Takxe MPY HEBPUHOMAX MpPEeAaBEPHO-YIUTKOBOTO
HepBa HepBHBIC BojlokHa KTH Obitu cMmellieHsl Bepea U Me-
JMabHO, pacrofarasch Ha MepeHe-BepXHeil MOBEPXHOCTU
omyxonu. Hedopmaims cTBoja TOJOBHOTO MO3ra Ha YpOB-
He BXOoXxneHus B Hero ceHcopHoil mopumu KTH BoisBieHa
y 49 manmeHToB, JWIIb NP MHTPaHEBPaJIbHOM KaBEepHOME
(1 cmydaii), TeMaHTHOME TTPaMUIBI BUCOUHOM KoctH (1 ciy-
Yait) U BecTUOYIsipHOIl HeBpuHOMe (1 ciyyail) He OTMEYeHO
KOHTAKTa OMyXOJIell ¢ IIOBEPXHOCTRIO BaponreBa MocTa. Ham-
Oospias muciokanus BonokoH KTH ormeueHa Ha BceM mpo-
TSDKEHUU TIapacTBOJIOBOTO OTPe3Ka, a mepudepudeckue oTe-
ni6l KTH B61M31 BepXyLIKY MMpaMUIbl BACOYHOM KOCTU ObLIU
JeopMUPOBaHEI B 3HAUMTETHHO MEHBIIEH CTETICHN.

Ha HauanbHBIX 3Tamax XMPYPruuecKUX BMELIATEIbCTB B OOMb-
IIMHCTBE HAOIIONEHNI HEMPOBACKY/ISIPHBIA KOH(IMKT HE BU-
3yaJIM3UpoBaICs BCaeacTBre TecHoro mpunexanus KTH x ge-
(hOpMUPOBAHHOMY CTBOJTY F'OJIOBHOTO MO3ra M HEBO3MOXHOCTH
BU3YAIM3AIMH TPIIEKAIINX COCYIOB.

HeiipoBackysipHblii KOH(MIUKT, BHI3BAHHBIN apTepranibHbI-
MU U BEHO3HBIMHU COCYIaMu, OOHApyXeH B 16 HaOMOICHUAX
(tabu. 2).

YcTpaHeHue cocyaMcToro CaaBaeHuUs MPOBOAMIOCH Pa3TNYHbI-
MU CITI0cO0aMH, ¥ BbIOOP TEXHUKU BACKYJISIPHOM IEKOMITPECCUM
3aBKce] OT cTeneHu pactsokeHus U nedopmanu KTH. Tlpu
He3HauuTenbHON 3noHrauuu BojsokoH KTH mnpumensiach
METOAMKA MHTEPNO3ULIMH, 3aKII0YAIOIIAsICS B YCTAHOBKE MM-
TUTAHTATa MEXIY CTBOJIOM TOJIOBHOTO MO3Ta, HEPBHBIM KOpEIlI-
KOM ¥ cocynoM. Takxxe MpoBoAMIaCh TPAHCTIO3ULMS CABIMBA-
IOIIETO COCY/A, KOTOPBIA TOC/Ee apaXHOMIAJIbHON AUCCEKIIUU
(bukcupoBaics K TBepioil MO3roBoii 000J0YKe, HAMETY MO3-
KeYKa U CTBOJIY TOJIOBHOTO MO3ra 6¢3 KOHTAaKTa UMILIaHTaTOB
C TPUreMUHAILHOM BXOAHOM 30HOM. B ciyyasix 3HaUMTEIbHOTO
pactsikeHuss KTH, pacniosioxkeHHOTo Mex 1y OImyXoJiblo U apTe-
PUATBHBIM COCYZIOM, BaCKYJISIpHAsi KOMIIPECCHS B 3THX Ha0JI0-
JEHUSIX YCTPaHSUIaCh IMyTeM MOOMIM3allMi HEPBHOTO KOPEIKa,
KOTOPBIH IOCIIE TIEPECEUECHUS apaXHOMIAIBHBIX CPAILlEHUI CO
CTBOJIOM TOJIOBHOTO MO3Ta CBOOOJHO CMEIAJICS, IPOBUCAT U
He KOHTaKTUPOBAJ ¢ apTepuei. JlaHHas MeToaMKa TpaHCIIO3U -
uuu KTH He TpeboBaia ycTaHOBKM UMILIAHTOB [Tl (hUKCALUY
HOBBIX TOIIOTPA(PUICCKIX B3aMMOOTHOLIEHUI HEPBHBIX U CO-
CYIUCTBIX CTPYKTYD.

[MocneonepanonHas MPT moarsepauia ToTaabHOE yaaje-
Hue 51 omyxoneit MMY B nipenctaBieHHON cepyu, U TOJIbKO B
1 HabmoIeHNY 0OHAPYXEHBI HE3HAUMTEIbHBIC OCTATKH SITUIEP-
MouJa B KOHTpalaTepaabHON 11epeOeIONMOHTUHHOM 1ICTep-
He. JIeTaIbHBIX MCXOIOB TOC/e IIPOBEACHHBIX XUPYPTHUSCKUX
BMeEIIATeIbCTB He ObLIO, a BO3HMKIIME HEMpomaThuy KpaHM-
AJTbHBIX HEPBOB B 30HE XUPYPIUYECKUX MAHUITYJISIUIA HOCUIU
TPAH3UTOPHBIN XapakTep M PerpeccCUpoBaIy CIycTd 2—3 Mec.
B 15 HabGniomeHusIX OTMEYEHO BO3ZHMKHOBEHWE WJIM Hapac-
TaHWE TUTIECTE3NH B 30HE MHHEPBALIMM TPONHWIHOTO HEpBa,
KOTOpasi BOCCTaHABIMBAJIACH B TeUEHUE HECKOIbKMX HEAENb U
He conpoBoxaanachk peuarsom TH. Y 6 maiieHToB, KOTOpHIE
paHee He TOABEprajich XUPYPrUYECKUM MAHUMY/ISLKSIM Ha
KTH u ero nepudepryeckux BETBAX, YIy4LIAIACh YYBCTBU-
TEJbHOCTD Ha JINIIE.
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Table 2. Relationships between CPA tumors and TNR and vascular structures

AHaTOMUYECKMIA TN MennHruoma
Anatomical type Meningioma
n 29
|
I 21
Ml
v
V 5
Vi
CocyamucTas komnpeccus
Vascular compression
BEPXHAS MO3XEUYKOBas apTepus ;

superior cerebellar artery

BEPXHAS MO3XEYKOBas apTepus +
nepeaHss HUKHAS MO3)XXEe4YKoBas apTepus
superior cerebellar artery +

anterior inferior cerebellar artery

MOHTOTPUreM1HanbHas BeHa
pontotrigeminal vein

Ionueiii perpecc TH B OnmuxkaiiieM mocieonepauiuoHHOM
nepuose oTMeueH y 51 mauuenTa, a B 1 HaOMOAeHUY SIUAED-
MOUTHOHN OMYXOJM IS YCTpaHEHUS COXPAHSIOIINXCS B Te-
JyeHHe Heoeld MHTEHCHBHBIX ITApOKCH3MOB OONM MpOBedeHA
YpeCKOXHAs DPagMoYacTOTHAS TPUTEMMHAIbHAS DPU30TOMHUSI.
B teuenue mocienyrormero Ha0momeHnsT B TedeHne 2—10 et
MTOBTOPHOTO pocTa onyxojeir MMY u peunansoB TH He BbI-
SIBJICHO.

O0cyxnenue

Y nanueHToB, KOTOpbIM MpoBoauiuch akcruopauun KTH
s nedenus TH, HoBooOpazoBanust MMY HaGmopaiorcst B
0,9-9,9% cnyuaes, a yacrora TH npu pasHbIx o MopdoJioru-
YeCKOMY CTPOCHHIO UTICHIATEPATbHBIX OMYXOJISIX 3HAYUTEILHO
Bapbupyer 2, 4, 6, 9—13, 15, 16]. [To nanueiM W.E. Dandy [2],
cpenu 186 omyxoneit MMY TH na6monanacs B 16,7% cinydaes,
COIIPOBOXIAs BeCTUOY/IsIpHbIE HeBpUHOMBI Y 10% malueHToB,
MEHUHTHOME — y 38,5% w stmmepmonnsl — y 76,9%. A. Puca
u coanT. [9] BeBi TH B 9 13 73 HabMrOmeHMIA ¢ HOBOOOPA30-
BaHusiMu MMY, nipuuem TH obHapyxeHa npu BeCTUOYISIPHBIX
HeBpUHOMAX OOJIbIIKX pa3MepoB B 3,3% ciydaes. [1pu anuaep-
Moupax MMY TH apnsiercss oqHUM M3 BeAyLIMX CUMIITOMOB
1 oOHapyxwuBaeTcs ¥ 29,7% MalMeHTOB, 0 YacTOTe YCTymast
TOJILKO HapyleHusM ciyxa (37,6% Habmonenuii) [6, 17—20].

Barker EG. 2" 1 coasr. [11] coOpanu B OImyOIMKOBaHHBIX paHee
cepusiX KIMHUYecKux HaomoaeHuii 232 ciaydas TH ¢ omyxoos-
M MMY U 00Hapy XM MEHUHTMOMBI, HEBPUHOMBI U STHIEP-
mounbl y 40%, 22% wn 38% GosbHbIX cooTBeTcTBeHHO. H. Kobata
1 coaBT. [6] B rpymme u3 515 6ombHbIx ¢ TH B 51 cydae (9,9%)
BbIIBWIM onyxoid MMY, npudyeM MEHMHIMOMBI OOHApPYKEHbI
B 16 HaOTIONEHMAX, HEBPMHOMBI — B 7 1 STIUIEPMOUIBI — B 28.

B GonbIIMHCTBE CIy4aeB MEHMHTMOMBI ITUPAMUIbI BUCOYHOM
KOCTH ¥ BECTHOYISIPHEIE HEBPHMHOMBI TIPOSIBIISIIOTCS] CEHCOPHEI-
MM HapyLICHUSIMU, KOTOPhIE MOTYT COIPOBOXIATCS Helipoma-
TUYecKoii uueBoii 60bt0. B.A. Neff u coaBr. [7] ucciaenosanu

Jnupgepmonp HeBpuHoma KaBepHoma lemanruoma
Epidemoid Schwannoma Cavernoma Haemangioma
11 10 1 1
4
6 4
y

1

5

1 1

6
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HapyIIeHNs (GYHKIMA TpOMHITIHOrO HepBa y 50 omeprpoBaH-
HBIX MAIMEHTOB ¢ KPYMHBIMU BECTUOYISIPHBIMU HEBPMHOMAMU
1 00HapyxuIu B 88% ciyuaeB CHIDKEHIE YYBCTBUTEILHOCTH Ha
Mue, B 24% — napecre3uu, a B 20% 0071eBOii CMHIPOM, BKITIO-
varoiuii TH 1 HeliponaTuueckyto auueByto 6oib. S. Ichimura
1 cOaBT. [21] mpu MEeTPOKIMBAIBHBIX MEHIHIMOMAX TI0Ka3aIly,
4to Hambosee yacTo rumnectesus wim TH compoBoxnmaoT omy-
XOJIM, VICXONSAIINE M3 BEPXYIIKN IHUpPaMUIbl BUCOYHOM KOCTH.
B Hacrostiee BpeMst MexaHu3Mbl pa3Butust TH mpu omyxoJisx
MMY ocratorcst HeompeneaeHHbIMU, x0Ts eme W. Dandy [2]
OTMETWJI OTHOCHUTEJIbHO 4acToe BOo3HMKHOBeHHME TH mpu He-
0OJIBIIX HOBOOOPA30BaHMSX, CONPHUKACAIOIINXCS C HEPBHBIM
KOpPEIIKOM, ¥ PEeAKOe MOSBICHHE IapOKCH3MAIbHON JTAIIEBOI
0011 TIpY OOJIBILMX OITYXOJISIX, BbI3bIBAIOIIMX BbIPAXKEHHYIO Je-
(hopManio HepBHBIX BOJNOKOH. Jledhopmanmss u KoMmpeccust
KTH menneHHO pacTyluM HOBOOOPa30BaHMEM IIPUBOIUT K BO3-
HUKHOBeHMI0 TH, 1 B IpecTaBNeHHON HAMM CepUU TIALIIEHTOB
MPUYMHON MAapOKCU3MAIBbHOM JIMIIEBOM OOMM B OONBIIMHCTBE
CJTyJaeB CIIYKIJIO HEMOCPENCTBEHHOE BO3NEHCTBUE OMYXOJbIO.

Komnpeccust KTH aptepusamu mpu onyxonsix MMY BhisiBiie-
Ha y maieHToB ¢ TH Bo BpeMsI XMpypriudecKix BMEIIaTeIbCTB
[4—6, 11-14, 22-25]. Barker EG. 2™ u coasr. [11] cpean
26 60abHBIX ¢ TH 1 onyxonsasmu MMY B 21 ciydyae oOHapy-
XWIM TOIOJHUTENIbHYI0 KOMIIPECCHIO HEPBHOTO KOpeEIKa
aptrepusiMu ¥ BeHaMu. M.X. Liu u coasr. [14] y 17 u3 27 na-
IIMEHTOB OIMCAJIN HeMPOBACKY/ISIPHBIN KOH(MIUKT, BHI3BAHHBIIA
MpeMMYLIECTBEHHO BepxHeil Mo3xeukoBoi aptepuil. P. Liu u
coast. [13] B 15 u3 35 nabmonenuit TH ¢ onyxonamu MMY
BBISIBUJIM HanbOoJee YacTO BHI3BAHHYIO BEPXHEH MO3KEUKOBOIA
aptepueit cocynuctyio Kommnpeccuio KTH. Y. Wei u coasr. [25]
Takke npencraBiin 39 manuenTos ¢ TH u omyxonsavu MMY,
npuyeM y 23 O0JTBHBIX BO BpeMsT XMPYPIHIECKOTO BMEIIATe Thb-
CTBa ObLIO 0OHAPYXEHO claBieHre HepBHBIX BOJJOKOH KTH He
TOJIBKO OITyX0JIbl0, HO M cocymamu. [1pu snuaepmongax MMY,
KOTOpBIE CPaBHUTENIBHO 4YacTo mposBisgiotcs TH, Takke Ha-
omonaercst komnpeccuss KTH cocynamu, KoTopas Obuia moj-
tBepxaeHa H. Kobata 1 coaBr. [6] B TpeTH HaOIOAEHMIA.
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B cayuasix Hebonbiux onyxoseit MMY, He conpuKkacaloumx-
Csl ¢ TPUTEMUHAIbHOM BXOMHOM 30HOM, BEAYLIEE 3HAYCHUE
B naroreHe3e TH mpuHaanexxuT cOCyIMCTON KOMIPECCUM.
M. Samii 1 coaBr. [24] npencraBuiu 9 marmenTos ¢ TH u Be-
CTUOYJISIPHBIMM HEBPUHOMAaMM, ¥ KOTOPBIX ObLIa OOHapyxXeHa
cocynuctas komrnpeccusi BxoqHoi 3006l KTH. ITpu HeGomb-
HIMX TPUTEMUHATbHBIX HEBPUHOMAX C KIIMHUYECKOM KapTUHOMN
TH J.P. Miller u coaBt. [23] npoaeMOHCTPUPOBAIN BBICOKYIO
3((PEKTUBHOCTD BACKYIISIPHOM IEKOMITPECCUH, TPUYEM OITyXO-
JIY He YIATSTUCh.

AHanu3 aHaTomuyeckux B3aumooTrHoureHuit KTH npunexa-
IMMH OIYXOJISIMU M COCYIaMU B Halllei cepyy MalieHTOB MO-
Ka3ai, yro TH MoxeT ObITh 00yCIOBIeHa AeMUETUHU3AINEH
TPUTEMHUHAIBHON BXOAHOW 30HbI, BO3HUKAIOLIEH TTPU TPSIMOK
komnpeccun KTH He Tonbko HEOOMBIIMMU, HO U 3HAYUTEb-
HBIMU T10 pa3Mepy 00beMHBIMU 00pa30BaHUSMU, a TAKXKe TPU
OITHOBPEMEHHOM IIOMOJIHUTEIbBHOM BO3ICHCTBUM COCyla C
(bopMUpOBaHKEM TEPEKPECTHOTO HEHPOBACKY/ISIPHOTO KOH-
(nukra. Bo Beex ciyyasx HauboJsiee BhIpaXeHHast KOMIIPECCHS
KTH, BbI3BaHHAs1 U30IMPOBAaHHBIM MM COYETAHHBIM BO3JEi-
CTBMEM OITyXOJiell M COCYIOB, OTMeYasach B MapacTBOJOBOM
orpeske KTH. YV GosbiimHcTBa manueHToB omnyxoin MMY,
covetatomuecs ¢ TH, Takxke aehopmMupoBanu cTBOJI IOJJOBHO-
IO MO3ra, YTO YKa3bIBae€T Ha KOMITPECCHIO BHYTPUCTBOJIOBOTO
TPUTEeMHUHAIBHOTO TPAKTa.

Perpecc xmuamyeckoit KaptuHel TH, compoBoxmarorieit omy-
xoqu MMY, MoxXeT MpoucXoauTh HE TOJBKO BCJEACTBUE Je-
kommpeccurt KTH, Ho 1 B pe3ymbraTe XMpyprudeckKoro Bo3neii-
CTBUSI Ha HEPBHBbIC BOJOKHA. HesHauMTenbHOE MOBPEXICHUE
B0JI0KOH ¥ cocynoB KTH npu ynaneHun onyxoiu IprUBOIMT K
JeHepBally OIpeeeHHbIX 00acTeil Tua, IposBIsIoLencs
CEHCOPHBIMH PacCTPOMCTBAMM Pa3TMYHON CTETIEH! BBIPaXEH-
HOCTH. B 3THX ciydasx meHepBallust, COIPOBOXIAIOIIASICS ObI-
CTPbIM TOCJICONEPALIMOHHBIM PErPeccoM MapoOKCU3MabHOI
0011, BBICTYIIAET B POJIA TPUTCMUHATBHON PH30TOMUM, KITH-
Huueckas 3(PEKTUBHOCTb KOTOPOIi He CBS3aHa ¢ 3THONOTHYe-
ckumu akropamu TH, a IUTMTETBHOCTD PEMUCCHH 3aBUCHT OT
CTETIEHH ¥ PacIIpOCTPAaHEHHOCTH YYBCTBUTEILHBIX HApYIIIEHUIA
[3]. 3HauuTeNBHBII perpecc U nojaHoe ucuesHoseHue TH y ma-
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X1pyprityeckoe feyeHme TPUreMUHabHOM HeBpanrm

LIMEHTOB 0€3 MMOCIe0NePALIMOHHBIX PACCTPOICTB YyBCTBUTE b~
HOCTH WY C BOCCTAHOBJICHUEM MMEIOIUXCS paHEEe CEHCOPHBIX
HapyLIeHWII yKa3plBaeT Ha Bedyllee 3HAUCHME OITyXOJICBOI
u cocynucroii nekomnpeccun KTH.

3akmoyenne

Onyxomu MMY, Haumbojee 4acTo TpeacTaBIeHHbIE MEHWH-
TMOMaMU BEePXYIIKU MUpPaMUIbl BACOYHOM KOCTH, SMUIEPMO-
UIAMU W BECTUOYASPHBIMM HEBPMHOMAMH, CIABIMBAIOIINEC
n nedopmupytomye BxogHyio 30Hy KTH u cTBon ronoBHoro
MO3ra, MOTYT MposiBIsAThCs TunMuHoi TH 1 compoBoxaaThbes
CHMIITOMaMH TIOpaXEHHUSI CTBOJIA TOJOBHOTO MO3Ta M APYTUX
KpaHUAJbHBIX HEPBOB.

OcHoBHOJ 11eM1b10 Xupyprudeckoro jgeueHus: TH, cornpoBoxa-
toeit omyxon MMY, gpnsercs ynaneHre HOBOOOpa3oBaHUIA
C YCTpaHEeHHeM KOMITPECCUU TPUTeMUHATbHON BXOIHOM 30HBI.
ITpu omyxonsix MMY, BbI3bIBatOIIMX KOMIPECCUIO CTBOJIA TO-
JIOBHOI'O MO3Ta, MMKPOXUPYPIHYECKOe yAaleHMe OIYXOIU C
nexommnpeccreil KTH momxHo paccMarpBaThesl B KauecTBe
Haubosee 3QpPekTUBHOTrO crocoba neyeHus. [Ipu HebobIIMX
HOBOOOPa30BaHMSIX 0€3 3HAUMMOIT KOMIIPECCUU CTBOJIA TOJIOB-
HOTO MO3Ta M KpaHMaJbHBIX HEPBOB, a TakXe NMpPU HATMIUU
COMATHYECKMX TPOTUBOMOKA3AHUI K XUPYPTUYECKOMY BMeE-
IIaTeTbCTBY M HEXXEaHUM TIAIIMEHTOB TTOBEPraThCsl PUCKaM,
COTIPSKEHHBIM C OTepaTWBHBIM JieueHueM, TH ¢ pasmuaHoit
3((PEKTUBHOCTBIO MOXET OBbITh YCTpaHEHA JeCTPYKTMBHBIMU
TPOIIEeypaMy Ha TPOMHWYHOM HEpBE, BKITIOUYAsl CTEPEOTaKCU-
YeCcKYIO paTuoxupypruio [28].

O6HapyXeHHast KOMIIPECCUS TPUTEMUHATIBHON BXOITHOM 30HBI
apTepUsIMU WM BEHAMU JIOJIXKHA OBITh YCTpaHEHA MOCPEICTBOM
ycraHoBkM uMIutantata mexny KTH u cocynom, TpaHcmnosu-
LMK COCYNIOB WM MepeMelleHus HepBHOro Kopenka. MmeH-
TUUKAIUS aHATOMUYECKOTO BapUaHTa B3aMMOOTHOINEHUI
onyxonu ¢ KTH u cocynamu Heobxoauma it BbIOOpa OITH-
MaJIbHOW TaKTUKM XMPYPTMIECKOTO BMEIIATEIbCTRBA. YCTpaHe-
Hue caasneHust KTH, o0ycnoBieHHOro Kak OMmyXoJIsiMU, TaK U
COCyIaMH, MPUBEIET K YIyYIIeHHIO OJMXKANIIMX U JOJTOCPOY-
HBIX pe3y/bTaToB jeyenus TH.
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KoMIiiekcHad olieHKa
IPOOOJIKUTEJIbHOCTU 3PPEKTA
ONHOKPATHOIO JIOKAJIbHOT'O BBEJACHU
KOPTUKOCTEPOUIOB ITPU CUHIPOME
3aIISICTHOrO KaHaja B KOMOMHAaIIUU
C PErYJISIPHBIM OPTE3UPOBAHUEM
JIy4e3arsICTHOrO CycTaBa

B.H. Kucenes', H.1O. Anekcanapos?, T.M. Anekceesa’

'QI'BY «Bcepoccuiickuii uenmp sxcmpenrot u paduayuorroi meduyunst umenu A.A. Huxugpoposa» MHYC Poccuu, Canxm-Ilemepype, Poccus,
2@I'BY «Hayuno-uccaedosamenvckuii meduyunckui yenmp umenu B.A. Anmaszoea», Cankm-IlemepGype, Poccus

Bsedenue. Cundpom 3anacmuoeo xanasa (C3K) — camas wacmas mynneavhas Hesponamus. Jns koncepeamugroeo aeuerus C3K npumensiom aoKanvHoe
e6ederue kopmuxocmepoudos (KC) u opmesuposanue ryuezanscmuoeo cycmaga. Onmumanbuas nepuoduunocms A0kaavhbix unsexyuii KC e onpedesena.
Ileas uccaedosanus: nposecmu KomnaekcHyio (KAUHUYECKYH0, I1eKMPOPUUOA0ULECKYIO U HElPOCOHOZPADUUECKYI0) OUEHKY NPOOOANCUMENbHOCIU I(D-
(exma odnoxpamuoii nokaavhoil unsexyuu KC 6 kombunayuu ¢ audoxaurom y nayuenmos c seekum u ymepennoin C3K 6 couemanuu ¢ peeyaspnuim
0pMe3UPOBaKLUeM KUCMU Ha npomsdiceHul 6 mec.

Mamepuaavt u memooot. [Ipogeden anasu3 JuHamuky KAUHUECKUX, HellpoQu3uonoeuteckux u yaompaseyxkoesix nokazameneli 8 44 cayuasx C3K nee-
KOl U yMepeHHoll cmeneny 8bipadceHHOCY nocae 00HOKPaAmHO020 A0kaabHo2o esedenus KC u peeyasproeo opmesuposanus 3anscmos. Jlo revenus u Ha
npomsdceHuy 6 mec nocae uHseKUUU oyenusany kaunuveckue mecmol Tuneas u Qanena, pezyavmamvi Bocmoncko2o onpocHuKa, noxazameau npogo-
dumocmu no cpeOuHHOMY Hepay 1o OaHHBIM IAeKMPOHelpOMUOpapUL, NAOUAOL NONEPEUHO20 CeeHUs Hepea Ha 6X00e 8 3aNSCMHbIL KaHAA U CeneHb
20 ynaowerus no dannoim Y3H.

Pesyavmamut. B meuenue 6 mec nocae unseKyuu 6ce nayuenmsl OMMe4asu 3Ha4UMoe yiyuuenue KAuHu1eckoeo cocmosus. Hauboavuuil kaunuueckuii
aeperm pazeusancs 3a nepsvie 2 Mec, nocae Heeo 00seKMugHble NokA3ament yayuuleHus cmaduAu3uposasucs Uil nocmenerHo peepeccuposan. Kau-
HuYeckKue cUMRMOMbl, ROKA3ameny KPOBOOUMOCIU U NAOWAGb NONEPEHHOR0 CeUeHUs Hepea COXPAHAY QOCHUHYMOe YAyuUleHUe Ha NPOMaNceHul 6 e,
AMRAUMYOA MOMOPHBLX U CEHCOPHBLX OMBEM08 — 6 MeueHue 2 Mec.

3akarouenue. Jokanvroe ssedenue KC u audoxauna 6 covemanuu c opmesuposanuem npu C3K aeexoil u ymepenHoll cmeneru gbipajceHHocmu obecneyu-
8aem MAaKcuManbHoe YayHuleHue KAUHUYECKUX, 2AeKmpodu3u0a02uteckuX U yabmpasgyKoesx nokazameneli a npomsicenuu nepevix 2 mec. Mot npeo-
nonazaem 603MoNCHoe davheliuiee yayuuieHue 00seKmUeHbX NOKa3amenel npu GbINOAHEHUY NOBMOPHOL UHBEKYULU Yepe3 2 Mec.

KimoueBbie cioBa: cpedunnbiii Heps; cUHOPOM 3aNACMHO20 KAHAAA, MYHHEAbHAS He8PONAMUSL; KOPMUKOCMeEPOUdbl; YAbmpa3eyKosoe uccie-
dosanue Hepaa, 31eKmpoHelpoMUopaus.

HcTounuk hvMHAHCHPOBAHHA. ABTODHI 3asBIISIOT 00 OTCYTCTBUM (PMHAHCHPOBAHUS TIPU TIPOBEICHUY MCCIETOBAHMS.
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A Comprehensive Evaluation of the Duration of Effect
of a Single Local Corticosteroid Injection
in Combination with Regular Wrist Splinting
in Carpal Tunnel Syndrome

Vasiliy N. Kiselev', Nikolay Yu. Alexandrov?, Tatyana M. Alexeeva?

!Nikiforov Russian Center for Emergency and Radiation Medicine, Saint- Petersburg, Russia;
2Almazov National Research Centre, Saint-Petersburg, Russia

Introduction. Carpal tunnel syndrome (CTS) is the most frequent tunnel neuropathy. Local injection of corticosteroids (CS) and wrist splinting are used to treat
CTS. The optimal frequency of local CS injections has not been determined.

The aim of this study was to carry out a comprehensive (clinical, electrophysiological, and ultrasound) evaluation of the effect duration of a single local injection
of corticosteroid with lidocaine in patients with mild and moderate CTS, in combination with regular wrist splinting for 6 months.

Materials and methods. Changes in the clinical, neurophysiological, and ultrasound parameters were analyzed in 44 cases of mild and moderate CTS after
a single local administration of CS and the use of regular wrist splinting. The results of Tinel’s test, Phalen’s test, and the Boston Questionnaire, median nerve
conductivity based on electroneuromyography data, cross-sectional area of the nerve at the entrance to the carpal tunnel, and the degree of nerve flattening
on ultrasound were assessed before treatment and within six months after injection.

Results. Within 6 months following injection, all patients noted a significant improvement in the clinical condition. The greatest clinical effect occurred in the first
2 months, after which the objective signs of improvement stabilized or gradually regressed. Clinical symptoms, nerve conduction values, and the cross-sectional
area remained stably improved for 6 months, while the amplitude of motor and sensory responses remained stable for 2 months.

Conclusion. In mild and moderate CTS, local injection of CS and lidocaine plus splinting provides the maximum improvement in clinical, electrophysiological,
and ultrasound parameters for the first 2 months. We hypothesize that a further improvement in objective results is possible with a repeat injection after
2 months.

Keywords: median nerve; carpal tunnel syndrome; tunnel neuropathy; corticosteroids; nerve ultrasound examination; electroneuromyography.
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Beenenue * JieTKasi — CHUXEHHUE CKOPOCTH CEHCOPHOTO MTPOBEICHNS;

* yMEpeHHas — YBENMYCHUE MUCTANbHON JAaTeHTHOCTH
Cunapom 3amsictHoro kaHana (C3K) — camas yactast TYHHe b- M-otBeTa;
Has HeBpomatus [1]. B ocHoBe C3K jexur KoMrpeccus cpe- * BBIPaXCHHAS — TOSBISIOTCS MPU3HAKU aKCOHAIBLHOTO IT0-
JIMHHOTO HepBa B 3aMsCTHOM KaHajle — y3KOM IPOCTPaHCTBE BPEXIEHUS (CHIDKEHUE aMIUTUTYIbl M-oTBeTa, MOTeHI1a-
Ha KHCTH, 00pa30BaHHOM KOCTSIMU U YAEPXUBATEIEM CYXOXKH- JbI QUOPMILTSTING ¥ peMHHEepBAllMOHHAS TIEPeCTpoiiKa 1mo-
Tt crubartesieit (monepeyHoi CBA3KOM 3amscThbs). Benenctaue TEHLMAIOB JBUIATEIbHBIX €AMHMUIL 110 JAHHBIM UTOJbYATON
CIABJIEHMS MOXET yXYIILAThCsl KpOBOCHAOXeHME HepBa, pas- BOHMT m. abductor pollicis brevis).
BUBATHCS €TO OTEK, YTONIIEHHE 3a CUET pa3pacTaHus huodpo-
0J1aCTHOM TKaHU M, KaK pe3yibTaT, — Hapylatbcs QYHKIMS Ha Y3 00bIuHO BBISIBJSIIOTCS YTOMIIEHME U YIUTOLIEHUE Cpe-
Hepsa [2, 3]. KimmHnueckre cuMITOMBI HanOoJIee 9acTo Ipe- IWHHOTO HepBa Ha BXOME B 3aIICTHHIN KaHat. [loMmMo 3ToTO
CTaBJIEHbI 00JIbIO B KUCTH M 3aISICThe, YYBCTBOM OHEMEHMS U OIUCaHbl U Apyrue Y3-Tpu3HaKu, HaIlpUMeEp, CUMIITOM «Ile-
TIOKAJIBIBAHMS B TTAJIbIIAX, CIA0OCTHIO MBI, THHEPBUPYEMBIX COYHBIX YaCOB» — JIOKAJIbHOE CY>XEHIE HEPBA B MECTE €T0 KOM-
CPEIMHHBIM HEPBOM. XapaKTepHO YCHJICHUE CUMIITOMOB HO- MIPECCHM TIPH TIPOJOILHOM CKaHUPOBAHMUH |3, §].
Ybl0 U NP paboTe KUCTHIO [4].

B neuenun C3K 3¢ heKTMBHBI OpTe3UPOBAHKE TyUe3arsICTHO-
Huarnoctuka C3K cTpouTcst Ha OCHOBE KIMHUYECKUX TaHHBIX r0 CycTaBa, JIoKaJbHOe BBeneHue KopTtukocTepounoB (KC) u
1 MHCTPYMEHTAIBHON TMarHOCTHKN — 3JIEKTPOHEHpOMMOrpa- XUPYpPTrIdecKoe JeueHne (MCcCeUeHNe MOMePeTHOM CBA3KY 3a-
uu (OHMI) u ynsrpasBykoBoro uccienoBaHus (Y3M) Hepsa nsicths) [9, 10]. [IpumeHeHne XMPYpPruvecKoro Je4eHus pexo-
[4—6]. Crenens BoipaxeHHoctd C3K onpenensercs B 3aBUCH- MeHayercs ipu C3K BbIpaxkeHHOM CTETEHH, a TAKXe B CTyyae
MocTH 0T pe3yastratoB DHMI B cooTBeTCTBUM € KaccuprKa- Hea((heKTUBHOCTH KOHCEPBATUBHOTO JIeYeHHS Ha 0ojiee paH-
uueii J.C. Stevens [7]: Hux cragusx. [Tpu C3K nerxkoii 1 yMepeHHOI CTeneHU BbIpa-
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>KEHHOCTU PEKOMEHIYeTCsl KOHCEPBATUBHOE JieueHue (JIOKallb-
Hoe BBegeHHe KC u opreaupoBanue kuctu) [11].

BddekTuBHOCTD J0oKanbHOro BBeAeHUs KC y manmeHToB ¢
C3K B oTHOLIEHUM 00JIETYeHNS CUMITTOMOB MOKA3aHa B MHO-
TOUMCIeHHBIX uccaenoBanusx [12]. KpaTkocpounslii apdexr
JoxkanbHoro BeeaeHus KC mpu serkom u ymepeHHoM C3K,
COIJIAaCHO JaHHBIM KOKpaHOBCcKoro o63opa 2007 I, cooTBeT-
CTBYET YPOBHIO JJ0KA3aTeJbHOCTH la 1 BBICIIEH CTENEHU peKo-
MeHaamii — A [9], BO3MOXHOCTb KYTMPOBaHUSI CUMIITOMOB B
CpeIHe- ¥ JONTOCPOYHOM MePCIeKTUBE — YPOBHIO T0KA3aTe/Ib-
HocTu 1b [13]. Kpome Toro, psii aBTOPOB OMUCHIBAIOT YIyYlle-
HUe (PYHKIMOHATHHOTO COCTOSIHMS HepBa 1o AaHHRIM DHMI
TIOCJIE BBITTOJTHEHUS MHBEKINY [14—16].

3HauuTeIbHO MEHBILE PadOT MOCBSILIEHO HMCCIEN0BAaHUIO TH-
HaMUKU Y3-Mokasaresieil cpeluHHOro HepBa. Tak, HECKOJIbKO
ABTOPOB OMNMCHIBAIOT 3HAYMMOE YMEHBIIEHHUE TIONIANN TIOTe-
peuHoro ceuenust (ITTIC) cpeauHHOro HepBa MOCHE XUPYp-
TMYECKOTO0 JIeYeHUs Ha cpokax oT 3 mo 12 mec [17—19]. B ot-
HouteHuu auHamuku TITIC nmocne nokanbHoro BBeaeHuss KC
MOJTyYeHbl pOTHBOpeunBbie NaHHble. Tak, R. Asadov u co-
aBT. [20] onucekiBatoT 3HauuMoe ymeHbineHue IIIIC yxe ve-
pe3 6 Hen nocne BeeneHust KC, K. Wang u coasr. [21] Takxe
roBopat 06 ymenbmennu III1C Ha cpokax 10 roga. ABTOpBI
CBSI3bIBAIOT TaKUE M3MEHEHMS C YMEHbIIEHMEM OTeKa U BOC-
MajJieHus, BO3HMKAIONINX IIPM KOMIpEeCCHM HepBa. [aHHBIC
S. Chakkalakkoombil 1 coaBT. [22], HAITPOTUB, CBUAETELCTBY-
10T 00 OTCYTCTBUM 3HAYMMOTO 3 exTa.

Ileap paboThl — TIPOBECTM KOMIUIEKCHYIO (KIMHUYECKYIO,
3IEKTPOPU3NOIOTUYCCKYI0 M COHOrPaMUEeCKyI0) OICHKY
MPOAOKUTEIBHOCTH 3hheKTa OMHOKPATHOM JTOKATbHON MHD-
exiy KC B KOMOMHALINY € TMIOKAHOM M PETYIISIPHOTO OpTe-
3MPOBaHUS Y MAILIMEHTOB C JIETKUM U yMepeHHbIM C3K.

Marepuabl H METO/IbI

JInst yyactvsl B MCCleOBaHMM OTOOpaHoO 52 yeoBeka ¢ ambyna-
TOPHOTO TpueMa ¢ XajnobaMy Ha mapecTe3nu, 60b U ¢1a00CTh
B KICTH Ha MPOTSKEHMH 0ojiee 3 MeC M MMEIOLIME MPU3HAKI
C3K na DHMT.

Kpurepnit Bkmouenus: Hanuune C3K nerkoit 1 ymepeHHOM
CTETIEHN BBIPAXEHHOCTH, TOATBEPXKACHHOTO pe3yJibTaTa-
Mu ODHMI cornmacHo KpuTepusiM CTelIeHM BHIPaXXEHHOCTH
J.C. Stevens [7]. B ciyyae Hamvuus y maiyeHTa JByCTOPOHHETO
C3K seueHne IpOBOAMIOCH B OTHOIIEHUH PYKH C 00JIee BBIpa-
>KEHHBIMU CUMIITOMaMM, Ha BTOPOX CTOPOHE JIOKAJIbHOE BBe-
nenre KC He BBIMOTHSIIOCH.

Kpurteprun HeBKITIOUEHUS:

* TIpuMeHeHue JoKanbHoro BBegeHNsI KC 1 xupyprugeckoro
neyeHust C3K B aHaMHe3e;

* OEepeMEHHOCTb;

* TpyIHOE BCKapMJIMBAHMUC;

* MH(pEKIMOHHBIE 3200J1eBaHUS;

* TICUXWYeCKHe 3a00/IeBaHNS;

* MHAMBMAYyaIbHas rioxas nepeHocumocth KC.

Kputepuit uckmoueHust: HapylieHue rpapuka MpoxXoXaeHuUs
obcirenoBaHus. B xome mpoBeneHNS NCCIeIOBAHNMS M3 HETO BHI-
o110 8 yenoBek: 1 — u3-3a mnoxoii mepeHocumoctu KC (apre-
pUabHas TUITEPTeH3KsI, IeKOMITCHCAIIVS caXapHoro AnabeTa),
oCTaJIbHbIe 7 — [0 HEMEAULIMHCKUAM ITPUYMHAM (IIPOIYCK KOH-
TPOJIbHBIX TOYEK).
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Ilepen HayagoM wWccaemOBaHMS BCE ITAIIMEHTHI IIPOXOMMIN
CTaHIAPTHBIA HEBPOJOTMYECKUIA OCMOTP C MPOBENCHUEM Te-
cra Tunens, mpsiMoro u obdpatHoro TectoB ManeHa, 3amoin-
HAIM BaJMAM3MPOBAHHYIO Bepcuio mkambl SSS bocroHckoro
OITPOCHUKA IO OLEHKE KapIaJTbHOTO TYHHEIbHOTO CHHIpOMA
[23]. MpoBomwnace ctumynasimuonHas DHMI («Heiipocodr
HeiipoMBII 4» u «Nicolet Viking Select») u Y3U cpeaunHo-
ro HepBa («Toshiba Aplio») Ha Kuctu u 3ansictee. [Ipy DHMI
OLIEHMBAJIM aMILIUTYIY HEraTUBHOM pa3bl M-0TBeTa 1 ero Iuc-
TaJBHYIO JIATEHTHOCTDb ((DMKCHUPOBAHHOE PACCTOSIHHE MEXIY
TOYKOM CTUMYJISLUKM U TOYKON OTBEACHUS § CM), aMILTUTYLY
CEHCOPHOTO OTBETa M CEHCOPHYIO CKOPOCTH MPOBEACHMS Ha
KUCTH [P CYIIPaMaKCHMAIbHOM CTUMYIISILIMKI CPEIMHHOTO He-
pBa. I[Ipu Y3U cpenuHHBINi HEPB BU3YaU3UPOBAIM OT JIOKTE-
BOT'O cruda 0 BHIXOIA M3 3aIICTHOrO KaHajla Ha KUCTH, OIle-
HUBAJIY IIOLIA/b MOMIEPEYHOTO CEUEHMS Ha BXOJIE B KaHAN KaK
caMbIil HaJIEXKHBIN ITOKa3aTelb.

[Mocne nmepuuHoro obcaenoBanus, SHMI u Y3U Bcem mauu-
€HTaM B 3aISICTHBIM KaHaJ BBOAWIM CMECh U3 7 MT OeTameTa-
30Ha 1 20 mr aupokauHa. [Tpoueaypa BbITOMHAIACH TIO CTaH-
JIApTHOW METOIMKE MO aHATOMUYECKUM OPHEHTHPAM — BKOJ
UIJIBl MeIMAallbHEe CYXOXWIUS m. palmaris longus Ha ypoBHE
JIy4e3arnsiCTHOM CKIanku Ha riayouny 10—15 mm. Bee manueH-
THI MCIIOJIB30BAIM XECTKUI OpTe3 Ha JIyJe3aIsICTHBIA CycTaB
BO BpeMs CHa M TIpM Harpyske Ha KucTb. Yepes 2 Mec mocie
nokanpHOTO BBeneHus: KC mpoBoamiIn IOBTOPHOE 00CIeI0Ba-
Hue (KIMHUYECKUI OCMOTp, 3arojHeHue onpocHuka, DHMT
n Y3U) 44 nanyeHTOB, Yepe3 4 v 6 Mec — 22 manueHTa.

Pesynbratel ncciaenoBaHus 00pabOTaHbl METOJAMU CTATUCTU-
yeckoro aHanu3a B mporpamme «STATISTICA 10» («StatSoft»)
C MCIOJIb30BaHMEM cpenHero (M) v cTaHAapPTHOTO OTKJIOHEHUS
(SD). [Inst otieHKM 3HAYMMOCTU Pa3IMInil MEXTy TIOATPYIITa-
MM MALKMEHTOB, Ha0JIIoMaeMbIX B TedeHMe 2 U 6 MeC, MCIIOJIb-
30Baiu U-kputepuit MaHHa—YuTHu. s OLIEHKU pa3anduii
KOJIMYECTBECHHBIX TAHHBIX B KOHTPOJIBHBIX TOYKAX TIPHUMEHSITH
T-xputepuil BunkokcoHa, [uist OLEHKU pa3inyuii KayecTBEH-
HBIX JaHHBIX — Q-Kputepuii KoxpeHa. Kputepuii 3HaunMOCTH
pazauuuii (p) mpuHAT Kak <0,05.

Pe3yabratoi

B urtoroselii aHanu3 Bouuu 44 nmanuweHta, u3 Hux 5 (11,4%)
MyxuuH 1 39 (88,6%) KeHIUWH, UTO COOTBETCTBYET OOJIbIIIEMY
PacIpOCTPaHeHUIO TAHHOUN MATONOTHU CPely XEHIIMH B MO-
nyasumu. CpenHuit Bo3pact coctaua 51,5 + 10,7 roma. Cpe-
1 akTopoB prcka pa3utusi C3K nMenn Mecto U30bbITOYHAs
Macca Tenia (cpeaHuit MHIeke macenl Tena 30,5 + 6,9), caxap-
Hblii mrabet (n = 14; 31,8%) u runotupeos (n = 8; 18,2%). Io-
BCEJIHEBHbIE MHTEHCHMBHbIE HATPY3KWM HA KHUCTb BCTPEYATUCH
GoJee yeM Y MOJIOBUHBI UCTIBITYeMBIX (1 = 24; 54,5%) u vare
Bcero OBbUIM CBSA3aHHI ¢ Mpodeccueil (MexaHuK, 1oBap, yoop-
LMK U T.JI.).

B ciyyae ongHocToponnero C3K (29,5%) on npeobnanan crpa-
Ba (81%). Y 70,5% nauuentoB C3K ObLI ABYCTOPOHHUM,
0oJIbIIIast BRIPaXKEHHOCTh MOPAXECHHUS TakXKe Jale OblIa CIpa-
Ba (74%). Crenenb BoipaxkeHHocTd C3K coracHo KpuTepusam
J.C. Stevens Obl1a yMepeHHO BbIpaXeHHOM y 84%, B ocTajb-
HBIX CIy4yasx — Jerkoi. IauTeabHOCTh KIMHUYECKON CUM-
MITOMATHKKU B CpEIHEM COCTaBUIa 53 Hen (auana3oH ot 10 Hex
1o 17 ner), menuaHa 45 Hep.

[Ipu knmunuueckom ocmotpe runecresusi B [-I11 manpuax ku-
CTH BbIsIBIIEHA B 72% citydaeB, cl1ab0CThb MBI KUCTH — B 35%.



Tom 14 Ne 22020

www.annaly-nevrologii.com

Tect Tunenst 6611 mostoxuteneH B 40,9% ciydaes, mpsiMast Ipo-
0a @aneHa — B 68% (MosIBIIEHKE MAPECTE3UM B CPETHEM Yepe3
39,5 £ 19,9 ¢), oOparHast — B 52,3% (nosiBIeHME MApPECTE3UN
uepe3 40,6 £ 18,5 ¢). Cpennuii 6aju mo 1kaie SSS bocToHcko-
0 ONPOCHMKA cocTaBu 17 £ 8.

ITo manueiM DHMI' OTKJIOHEHUS B MOKA3aTeNsAX TOJbKO CEH-
COPHOTO TPOBENEHNUS UMeTU MeCTO Y 16%, B OCTaIbHBIX C/Iyya-
SIX HApYILIEeHKs POBEICHMUS ObLIM CCHCOMOTOPHBIMU. Tak, mpu
CTUMYJISILIY CPEIMHHOIO HepBa ObUIM BBISBIEHBI CHIDKEHME
CKOPOCTH CEHCOPHOTO TIpoBeIeHNs Ha K¥icTu 1o 33,5 £ 8,4 m/c,
yBEJIMYCHUE TUCTAIbHON JlaTeHTHOCTH M-oTBeta m. abductor
pollicisbrevis no 5,9 * 1,7 mc. Cpennsist amruutyna M-oTBeTa co-
crasuna 6,9 £ 2,8 MB, cencoproro orseta — 16,1 £ 13,2 MxB.

[Tpu Y3U cpenuHHOTrO HepBa ILIOIIAIb IIOIIEPEYHOTO CEUCHMS
(ITMC) cpennHHOrO HepBa, U3MEPEHHAsl Ha YPOBHE TOPOXO-
BUIHOM KocTH, Obl1a HopManbHO# (11 Mmm? 1 MeHee) y 27% uc-
IMBITYEMBIX, 3HAUMMO yBenueHHoit (20 Mm? 1 6onee) y 18% u B
cpenHeM cocTaBuia 14,9 £ 5,2 mm2.

CpaBHeHMe Ha HAYaJbHOU TOYKE IMOATPYIII IALMEHTOB, Ha-
0JI0aeMBIX B TeYeHUe 2 1 6 MeC Moc/e UHBEKIIMY, He TT0Ka3a-
JI0 3HAYMMBIX PA3IAIU 10 KIMHUYECKAM, HeHPO(hU3NOIOTH-
YECKHMM U YJIBTPa3ByKOBBIM ITOKA3aTEeIIsIM.

OnHoKpaTHOE JIOKATbHOE BBEICHNE CMECH OeTaMeTa3oHa U Jiu-
JIOKarHa XOPOLLUO MEPEHOCUIOCH MALMEHTaMK HALLEeH TPYIIIIbL.
JloKanbHBIX TOOOYHBIX 3(B(EKTOB HE OBLIO, U TONBKO ABOE OT-
METHJIM HEOOJIbIINE CUCTEMHBIE TTOO0YHEIE 3¢ (heKTH beTameTa-
30Ha — TPAH3UTOPHYIO APTEPUATBHYIO TUIIEPTEH3UIO U TUTIEp-
TIMKEMHUIO.

Yepes 2 Mec 10C/Ie MHBEKLMK OTMEYAI0Ch 3HAYMMOE YIyullie-
HHUE KaK KIMHUYECKOTO COCTOSTHUS, TaK 1 pe3ynbratoB DHMT
1 Y3U mpakTH4IecKu IO BCEM aHATM3HPYEMBIM MTOKA3aTeIsIM
(XpoMe MHAEKcA YIUTOLIeHMs HepBa 1o JaHHbIM Y3U). B 1o ke
BpeMs ITPY CpaBHEHWH MTOKAa3aTesel ¢ TIPeAbIAYINei KOHTPOJIb-
HOIl TOYKOM 3HAYMMbIe M3MEHEHHUSI IPOMCXOAWIM TOJBKO B
nepBbie 2 Mec, T.6. HU OIMH U3 TIoKa3aTesei uepes 4 1 6 Mec
He OTIMYAJINCh 3HAYMMO OT COCTOSIHHUS depe3 2 U 4 MecC COOT-
BETCTBCHHO.

ITo pesyasratam bocToHCKOro ompocHuka, TecToB TuHesst
n DaneHa oTMeyaIoCh YIyYIICHWE B KaXIOM M3 KOHTPOJIb-
HBIX TOYeK. Pe3ybrathl onpocHuka uepes 2, 4 u 6 Mec ObLIU
3HAYMMO JIYYIlIe TI0 CPABHEHUIO C UCXOMHBIMU 0€3 CYLIECTBEeH-
HBIX pa3Nuuuii Mexnay coboil. B cpemHeM KoMM4yecTBO OalioB
10 OIIPOCHMKY CHU3MIIOCH OoJiee yeM B 2 pasa: 7,7 £ 6,7 Oauia
yepe3 2 Mec mociie JeyeHus npotus 17,5 + 8,3 6ana 10 Hero.
[MonoxuTenbHas TMHAMUKA PE3YJIBTATOB TecTa TWHENS 1 Tpo-

JIMHAMHKA KIMHUYECKHX, 3JeKTPO(H3MO0IOTHIECKHX M YIBTPa3BYKOBBIX NMOKa3aTeleii y nanuentoB ¢ JjerkuM u ymepennsiM C3K mocyie omHoKpaTHOro
JIOKAJIbHOTO BBe/IeHHsI CMecH 0eTamMeTa30Ha 1 JIMIOKAHHA, PEeTYIAPHOTO HCIOIb30BAHN Jyde3ansacTHoro opre3a (M £ SD)

Changes in the clinical, electrophysiological, and ultrasound results in patients with mild and moderate CTS after a single local injection of a betamethasone

and lidocaine mixture, and regular use of a wrist splint (}/ = SD)
lMokasartennb
Parameter

n

Tect TuHens, % BbISBNEHUS
Tinel’s test, % detection

Mpo6a daneHa npsamasn, BPeMS HACTYNNeHUs NapecTe3uni, ¢
Direct Phalen’s test, time until onset of paraesthesia, sec

[lpo6a PaneHa o6paTHas, BPeMS HACTYNIeHUs NapecTesuni, ¢
Reverse Phalen’s test, time until onset of paraesthesia, sec

BocTtoHckuii TecT (SSS wkana), 6annbl

Boston Test (SSS scale), points

Amnnutyna M-oTseta m. abductor pollicis brevis, MB
CMAP amplitude of the abductor pollicis brevis muscle, mV

IuctanbHas nateHtHocTs M-oTBeTa m. abductor pollicis brevis, mc
CMAP distal latency from m. abductor pollicis brevis, ms

AMNIMTYAa CEHCOPHOro OTBETA CPeIMHHOI0 HepBa, MKB
Median nerve SNAP amplitude, puV

CKopoCTb CEHCOPHOTO NPOBEAEHMUS MO CPEVHHOMY HEpBY
Ha Knetu, m/c
Sensory conduction velocity of the median nerve at the wrist, m/sec

MMNC cpeanHHOro HepBa Ha YpOBHE FOPOXOBUAHON KOCTU, MM2
Cross-sectional area of the median nerve at the level of the pisiform
bone, mm?

KoathhmumeHT ynnoLLeHns CPeaNHHOMO HepBa Ha YpOBHE
rOPOX0BUAHON KOCTK
Ratio of median nerve flattening at the level of the pisiform bone

Mpumeyanue. p < 0,05 N0 CPABHEHMIO C: *KOHTPONEM, *NPeAblayLLel KOHTPONLHONM TOYKON.
Note. p < 0.05 as compared to the *control and *previous control point.

Ilo neyenus Yepes 2 mec Yepes 4 mec Yepes 6 mec
Before treatment  After 2 months After 4 months After 6 months
44 44 22 44
40,9 22,7** 35 35
39,5+19,9 50,6 = 14,2** 447+ 18,4 455+18,6
40,6 18,5 52,0 +13,9** 47,0+ 18,5* 43,2 + 20,1
17583 77+6,7* 9,8+10,8" 9,1+92*
6,9+28 75+24%* 8+3 85+3,3
59+17 50+1,3% 52 +14* 51+1,2*
16,1 +13,2 19,0 +13,1** 232+14,.2 224 +14,9
33,4+8,3 38,469 392 +84" 39,1+84*
148+52 13,4 +5,5™ 12,7 +5,9* 13,3+6,2"
29+07 3109 2807 24+06
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OPUTMHAITBHBIE CTATBIA. KnuHwyeckas HeBponorust

661 PaneHa B MpsAMoii MoaM(pUKALIKU OblIa JOCTOBEPHOI B Te-
YyeHue 2 Mec, a B 00paTHOI — B TeueHue 4 Mec.

CpasHenue pe3ynbratoB DHMI B KOHTPONBHBIX TOUKAX MO-
Ka3aJI0 HanOOJBIIYIO MO3UTUBHYIO TMHAMUKY 10 BCEM TOKa-
3aTeNIsIM B IIEPBble 2 MeC, MOCJIE Yero CKOPOCTh MPOBEICHUS
MMITyJIbCa COXpaHsia JOCTUTHYTOE YIyJIIeHWe Ha IPOTIKe-
HUM BCEro meproaa HaOIIoIeHUs, a aMILUIUTYJHbIE T0Ka3aTe-
JI1 — TOJIbKO MEPBhIE 2 MeC.

JloxansHoe BBeneHue KC mpu C3K mpuBomuT K CHIZKEHUIO
BBIPAXXEHHOCTHU OTeKa cpeauHHoro Hepra. Tak, II1C Ha doHe
Tepanuy Oblla MEHBIIIE, YeM 0 MHBEKIIUHU, B KaXKI0M U3 KOH-
TPOJIBHBIX TOUEK 0€3 CYIIECTBEHHBIX Pa3TMuuil MeXIy cOOOi.
CreneHb yIUTONICHHS CPEIMHHOTO HEpBa B 3aISICTHOM KaHaje
o JaHHBIM Y3U cyliecTBeHHO He MeHsinach. Pe3ynbraTel au-
HAMUKW BCeX TIoKa3aTesiell TpeICTaBIeHbI B TAOIMIIE.

Oo0cyxnenne

HccnenoBana 3¢p¢GeKTMBHOCTh KOHCEPBATMBHOTO JIEYEHUS
C3K ¢ mpuMeHeHUEM couyeTaHHs JIoOKaabHOro BBemeHUsS KC
U OpTE3MPOBaHMSI KaK METOAOB, MPUMEHEHHE KOTOPHIX J0-
cToBepHO 0OOCHOBaHO. [IpoBeleH aHAMM3 TWUHAMUKYU KITH-
HUYECKHMX, HeMpO(U3NOIOrMYECKMX M YIBTPa3BYKOBBIX I10-
kazateneil y maiueHToB ¢ C3K nierkoit 1 yMepeHHoOIi CTeneHu
BBIPAXXEHHOCTU IOCIE OXHOKPATHOIO JIOKAJIbHOTO BBEACHHUS
KC u perynspHoro opre3upoBaHus 3amscTbs. [1ockombKy om-
TUMaibHas nepuoanyHocTs nHbeKImit KC mpu C3K He omnpe-
JeNieHa, U3yJyeHUe TMHAMUKU U3MEHEHUs KIMHUYECKUX CUM-
NITOMOB, (DYHKIIMOHAIBHOTO COCTOSIHUSI CPEAMHHOTO HepBa 1
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BBe/eHme KOpTMKOCTEPOUOB NP CUHAPOME 3aNSCTHOMO KaHana

ero Y3-Mopdonoruu MOXeT IO3BOJHUTL 0ojiee 000CHOBAHHO
TIOIOWTH K JAHHOMY BOIIPOCY.

B teuenue 6 Mec mociie nokaabHoro BeeaeHus KC Bee manu-
€HTHl OTMeYalM 3HAUMMOE YJIydllleHWe KIMHUYECKOTO CO-
CTOSIHUSI, YTO HEOTHOKPATHO OBLIO ITOKA3aHO MPEIbITYIIAMU
UcCleoBaHUAMU. MBI BIIEpBbIe TIOKA3alu, YTO HAMOOMBIIHIA
KIMHUYeCKHUI 3¢ GeKT pa3BUBaeTCs 3a IEepBBIE 2 Mec, MOCIe
Yyero OOBEKTUMBHbBIE IMOKa3aTeNu CTaOMIM3UPYIOTCS (BBIXO-
JSIT Ha TUTaTO) OO HAUYMHAIOT TIOCTETIEHHO PETPECCHPOBATH.
KimHuyeckue cuMITOMBI, CKOPOCTHBIE TIOKa3aTeIn MpoBe/e-
Hus 1o HepBy U [1I1C coxpaHSIOT JOCTUTHYTOE YIYUIIEHUE Ha
MPOTSDKEHUN KaK MUHUMYM ITIONMYToa, aMIUTUTYIa MOTOPHBIX
U CEHCOPHBIX OTBETOB — B TeUeHUe 2 Mec. JIOCTUTHYTO YCTOM-
YHBOE KJIMHMYECKOE Y/IydIlieHUE Y BCEX MALIMEHTOB, IIOBTOPHOE
BBeaeHue KC 3a mepron Hab/oeHKS HE TOTPeO0BaNOCh.

3akmoyenue

JlokansHoe BBeaenne KC npu C3K nerkoii 1 ymepeHHO# cTe-
TIeHN BBIPAXKEHHOCTH 00ECIIeUMBaeT MaKCHMMAJIbHOE YITydIIe-
HUE KIMHMYECKUX, 3MEKTPOMU3MOIOTMIECKUX U YIBTPa3By-
KOBBIX ITOKa3aTejieid B epBhie 2 MeC, MOC/Ie Yero MPOUCXOIUT
JI00 CTAOVTM3AIINSI, TOO TIOCTETICHHBIN Perpecc TOCTUTHYTO-
ro a¢dexra.

MpH1 ipeamosTaraeM, 4to moBTopHoe BBeaeHNe KC B 3T cpoKu
MOXET MPUBECTH K JajbHeHIIeMy YIYUIICHUIO KIMHUYECKOTO
COCTOSIHUS U MTOKAa3aTesiell MPOBENeHUS [0 CPETUHHOMY HEPBY.
OnHaxo 111 IpOBePKU TaHHOM THIOTE3bI TPpeOyeTCs MpoBee-
HUE JOTIOTHUTETLHOTO MCCIIeNOBAHMSI.
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DKCIpeccusi reHOB
MEMOpPAHHBIX OCJIKOB JIN30COM
ripu 0osie3HU IlapknHCOHA,
aCCOLIMMPOBAHHOM C MyTallMIMU
B TeHe IroKouepeopo3naassl (GBA)

T.C. Yeenko"?, A.11. Bespykosa!, I.A. Bornanosa', M.A. Hukonaes"?, .B. Mumoxuna'*3, E.B. I'pauea’,
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Beedenue. Hzgecmio, umo y Hocumeneil mymauuii 6 eere au30coMHo20 (epmenma eatokoyepedposudasei (GBA) puck passumus 6oaeznu Ilapxuncona
(bI1) 603pacmaem 6 7—8 paz. O0Haxo He y 6cex Hocumeneli Mymayuii 8 danHom eene 8 meuerue ycusnu paseusaemcs bII Mot npednonaeaem, umo duc-
yrKyua MemOpanHbiX 6eAK08 AU30COM, YHACMEYIOUUX 6 aymoghaeuu U mpaHchopme 2ankoyepedpo3udassi 8 AU30COMY, MoNcem cnocobcmeosams pas-
eumuro BITy nocumeneii mymauuii 6 2ene GBA.

Ieav uccaedosanus — ouenums exaad sxcnpeccuu eenos LAMP2 u SCARB2 ¢ CD45*-xaemkax nepugepuyeckoii kposu 6 pazsumue GBA-BII.
Mamepuaavr u memoodot. O6caedosans 9 nayuenmos ¢ GBA-BII, 9 beccumnmonnvix Hocumeneii mymauyuii 6 eene GBA, 37 nauyuenmos ¢ BII u 56 auy
KoHmpoawHol epynnol. Omuocumenvhoiii yposens mPHK 2enoe LAMP2 u SCARB2 ¢ CD45*-k.aemkax Kpogu, NoAy4eHHbIX ¢ UCHOAb308AHUEM MAHUMHO20
copmuHea, nposooUA0Cs MemoooM KoauuecmeerHol noaumepasroii yenroii peakyuu (I1L[P) 6 peacume peaavrozo 8pemenu ¢ ucnoas308anuem gaioopec-
uenmubix 30ndoe TagMan.

Pesyasvmamur. Omuocumenshoiii yposens mPHK eena LAMP2 u eena SCARB2 ¢ CD45*-Kkaemkax kposu Gbia chudcen y nayuenmos ¢ GBA-BIT omnocu-
menbHo nauuernmoe co cBITu konmpoas (LAMP2: p < 0,0001, p = 0,01 coomsemcmeento; SCARB2: p = 0,01, p < 0,05 coomeemcmeento) u beccumnmom-
HbiX Hocumenell mymauuii 6 eene GBA no cpasnenuto ¢ nayuenmamu co cbIl (LAMP2: p = 0,021; SCARB2: p < 0,05) u a makace koumpoas (LAMP2:
p =0,029). Bvisigaen nonuxcennviii yposens MPHK eena LAMP2 (p = 0,024) u omcymcmeue pazauyuii 6 yposie mPHK eena SCARB2 (p < 0,05) 6 CD45*-
kaemxax kposu y nayuernmos GBA-BII no cpagrenuto ¢ epynnoii beccumnmomHbix Hocumenei mymayuii 6 eene GBA.

axaruenue. Iloxazano, umo GBA-BII xapaxmepusyemces evipaxcenroli axcnpeccueii eena LAMP2 ¢ CD45 -kaemkax nepughepuyeckoil kposu, 4mo
MOJCem ceudemenbcmeosams o oeaeueHHoCY cHuxcenus sxcnpeccuu eeva LAMP2 ¢ namoeenes GBA-BII.

Kmouesbie cioBa: 6oaesus [lapkuncona; CD45*-knemku kposu; GBA; LAMP2; SCARB2.

Hcrounuk dhunancuposanns. Vccienoanne nomnepxatno rpantom PH® Ne 19-15-00315.

Kondaukr HHTEpecoB. ABTOPHI IEKITapUPYIOT OTCYTCTBHE SBHBIX U IIOTCHIMATBHBIX KOH(IMKTOB MHTEPECOB, CBI3aHHBIX C Ty0JIMKa-
LIAEN HACTOALIEU CTAThU.

Anpec nna koppecnonnenmun: 188300, Poccus, Jlennnrpanckas oonacts, I. TatanHa, Mxp. Optosa pomia, 1. 1, ®I'BY «IletepOyprekmii
uHCTUTYT saepHoit pusuky umenn b.I1. Koncrantimnosa HULL «KypuatoBckmit mHCTHTYT>. E-mail: usenko _ts@pnpi.nreki.ru. Yeenko T.C.

Jlns muruposanms: Yceenko T.C., bespykosa A.M., bormanosa JI.A., Hukonaes M.A., Mumoxuna U.B., Ipauesa E.B., Cenkenmu KA.,
3axaposa E.10., EmenbsanoB A.K., [Nuenuna C.H. Dxcnpeccust rTeHOB MeMOpaHHBIX OEIKOB JIM30COM Mpu 0one3Hu [TapkuHcoHa, ac-
COIMMPOBAHHON ¢ MyTallMsIMU B TeHe Imokonepedpo3unassl (GBA). Annane: kaunuueckoil u sxchepumenmanshoii Hesponoeuu 2020
14(2): 43—49.

DOI: 10.25692/ACEN.2020.2.6
Mocrymna 02.12.2019 / punsTa B meyats 17.02.2020

Gene Expression of Lysosomal Membrane Proteins
in Parkinson Disease, Associated with Mutations

in the Glucocerebrosidase Gene (GBA)

43



Tom 14 Ne 22020

www.annaly-nevrologii.com

Tatiana S. Usenko"?, Anastasia I. Bezrukova', Darya A. Bogdanova', Mikhail A. Nikolaev'?, Irina V. Miliukhina®, Elizaveta V. Gracheva®,
Konstantin A. Senkevich?3, Ekaterina Y. Zakharova‘, Anton K. Emelyanov'?, Sofya N. Pchelina'2*

! Petersburg Nuclear Physics Institute named by B.P. Konstantinov of National Research Centre «Kurchatov Institute», Gatchina, Russia;
2Pavlov First Saint Petersburg State Medical University, Saint-Petersburg, Russia;
3Institute of Experimental Medicine, Saint-Petersburg, Russia;
“Research Centre for Medical Genetics, Moscow, Russia

Introduction. In carriers of a mutation in the lysosomal enzyme glucocerebrosidase (GBA) gene, the risk of Parkinson disease (PD) is increased by 7-8 times.
However, not all carriers of the GBA gene mutations develop PD during their lifetime. We hypothesize that the dysfunction in the lysosomal membrane proteins
involved in autophagy and transport of GBA into the lysosomes can contribute to the development of PD in carriers of mutations in the GBA gene.

The aim of the study was to assess the contribution of LAMP2 and SCARB2 genes expression in CD45* peripheral blood cells to the development of GBA-PD.
Materials and methods. We examined 9 patients with GBA-PD, 9 asymptomatic GBA gene mutations carriers, 37 patients with PD, and 56 people in the control
group. The relative mRNA level of LAMP2 and SCARB2 genes in CD45* blood cells, obtained using magnetic sorting, was measured by quantitative real-time
polymerase chain reaction using fluorescent probes.

Results. The relative mRNA level of LAMP2 and SCARB2 genes in CD45* blood cells was reduced in patients with GBA-PD in comparison to patients with
PD and to controls (LAMP2: p<0.0001, p = 0.01 respectively; SCARB2: p = 0.01, p<0.05, respectively) and in asymptomatic carriers of GBA gene mutations
compared to patients with PD (LAMP2: p = 0.021; SCARB2: p<0.05) and controls (LAMP2: p = 0.029). We also found decreased mRNA levels of the LAMP2
gene (p = 0.024) and the absence of differences in the mRNA levels of the SCARB2 gene (p<0.05) in CD45* blood cells in patients with GBA-PD when compared
fo the group of asymptomatic carriers of GBA gene mutations.

Conclusion. GBA-PD is characterized by a pronounced expression of the LAMP2 gene in the CD45" peripheral blood cells, which may indicate a role of the
decreased LAMP2 gene expression in the pathogenesis of GBA-PD.

Keywords: Parkinson disease; CD45* blood cells; GBA; LAMP2; SCARB2.
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Baenenne

Bonesns Ilapkuncona (BII) — pacmpocrpaHeHHOe Heipome-
reHepaTHBHOE 3a00jieBaHKMe, B OCHOBE IMaTOreHe3a KOTOPOTo
JIEXUT arperamys ¥ HaKOIUIeHHWe OejlKa o-CHHYKJICHHA B JIO-
(pamuHepruueckux HeiipoHax rojoBHoro mMosra [1]. U3 rene-
TUYeCKUX (GakTopoB pucka paszsutus bII Hambonee pacmpo-
CTpPaHEHHBIMHU SIBISIIOTCST MyTaluK B reHe GBA, Konupyiolem
JM30COMHBIN (hepMmeHT rmokonepedposunasy (I'l). Puck BIT
cpemy HocuTeneit MyTauuii B reHe GBA yBenuueH B 7—8 pas
B pa3IMYHbIX TONYASIUIX [2—4]. B TOMO3UTOTHOM COCTOSTHUM
MyTanuu B reHe GBA SBISIOTCSA IPUIMHON Pa3BUTHS ayTOCOM-
HO-pelieCCUBHOTO 3a00/1eBaHust — 6ose3Hu [olle, oTHOCALIElH -
¢Sl K KJlaccy JIM30COMHBIX OonesHeit Hakorienus (JIBH) [3].
CHuXeHre aKTMBHOCTU JAaHHOTO (hepMeHTa IPMBOAUT K Ha-
KOIUIEHMIO CyOCTpaTa B IM30COMaX C MOCHEAYIOIIeH TUCHYHK-
IMel KJIETOK U Pa3BUTHEM HEBPOJIOTHICCKON CIMITOMATHKY B
ciyyae 6one3nu Tomre Tunos 2 u 3 [5]. CnenyeT OTMETUTD, UTO
He Y Bcex HocuTesielt MyTaluii B reHe GBA, a TakKe MallueHTOB
¢ 6onesnpio Tome tuma 1 pasBuBaercs BII. MonexkynspHblii
MexaHn3M passuthsg BII, acconmmpoBaHHON ¢ MyTallMsSIMU B
reHe GBA (GBA-BII), ocraeTcst HEeM3BECTHBIM, KaK U TPUTTEPHI
Hauana pa3Butus bIl y HocuTeneit myraumii B reHe GBA.

[Mpennonaraercst, 4To B HapylleHUM KaTaboNU3Ma 0-CUHY-
KJIEWHa B KJIETKAaX KJIIOUEBYIO POJb MOXET UIpaTh AUCHYHK-
uus ou3ocoM [6]. HemaBHee mcciemoBaHye BBISIBAIO KyMy-
natuBHbIA BKIaa reHoB JIBH B puck BIT. Hocutenu myranmit

B 2 reHax JIBH nmenu 6osee Beicokuii puck bI1, uem Hocutenn
| myrauuu. Hocurenu 3 myrauuit B reHax JIBH Bcrpeuanuch
TOJBKO B rpymie naiueHToB ¢ bI1 v He ObLIK BBISIBICHBI B KOH-
tpoae [7].

Mpu1 npeamnosaraeM, uto pa3sutue bI1 y Hocurteneit myrauuii B
reHe GBA MoOXeT OBbITh CBSI3aHO HE TOJIbKO CO CHIDKEHUEM aK-
TUBHOCTH U, KaK CJIEACTBUE, HapylleHeM (DYHKLIUU (hepMeHTa
I'll, a Takxe cO CHUXEHMEM aKTHBHOCTH APYTUX (epMEHTOB
JIN30COM WJIH K€ HeIOCTATOUHOCTBIO MEMOpAaHHBIX OEJIKOB JIH-
30COM.

B Hacrosiem uccienoBaHM Mbl OLIEHWIM YPOBEHb 3KCIIpeC-
CUM TEHOB, KOMUPYIOIIUX JM30COMHO-aCCOLMUPOBAHHDIIM
MeMOpaHHBIH 0enoK 2 (LAMP2) v MHTETpaIbHBIN O€NOK JIH-
30coMHbIX MeMOpaH 2 (LIMP2/SCARB2), B CD45"-xneTkax
KpoBH y manueHToB ¢ GBA-BII, a takxke y 0eCCUMITOMHBIX
HocuTenei myrauuii B reHe GBA (BHM-GBA).

Marepuabl U METOIBI

B nccnenoBanme ObIIM BKITIOUEHBI:

* HOCMTEIM Hauboyee paclpOCTPAHEHHBIX MYTALMii B IeHe
GBA (L444P, N370S) B reTepo3uroTHOM COCTOSIHUM —
9 manueHToB (5 MYXYMH U 4 XeHIIUHbI, CPEIHUI BO3PAcT
60,6 = 12,4 roma) ¢ GBA-BII (cpeanuit Bo3pacT Havyaja 60-
ne3nu 57,1 = 11,2 roga);
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* BHM-GBA — 9 yenoBex (4 My>XYMHBI M 5 XEHIIUH, Cpe-
Hui Bo3pact 49,6 £ 11,7 rona);

* mauueHTsl ¢ BIT — 37 yenoBex (15 MyXXuMH 1 22 XEHIIUHBI,
cpenHuii Bospact 64,3 £ 9,9 rona, cpeqHuii Bo3pacT Havasa
oonesnu 61,0 = 10,3 roga);

* IpyIIa KOHTPOIs — 56 HeBPOJOTMYECKHU 300POBbIX MHINU-
BUIYYMOB (23 MyX4uHBI ¥ 33 XEeHIIMHBI, CPEIHUI BO3pacCT
64,2 = 10,2 roma).

Hab6op mauuentoB npoBoauicd Ha 6aze HayuHo-kiuHMue-
CKOTO LIEHTpa HelipojereHepaTUBHbIX 3a001eBaHUM KIMHU-

Ta6mua 1. Kiunnyeckue xapakrepuctuku uccaeayempix rpynn (M + SD)
Table 1. Clinical characteristics of the study groups (M£SD)

Ipynna MyTauum B rese GBA
Group Mutations in the GBA gene
GBA-BN 9 7 L444P/N
GBA-PD 2 N370S/N
4 N370S/N

bHM-GBA 1 N409S/N
Asymptomatic carriers 9
of GBA gene mutations 8 LA44P/N

g 11327P/N
BN
PD 37 -
KoHTponb
Control 56 -

Ta6mua 2. Hykneotuanas nocie10BaTebHOCTD MpaiiMepos U 30HI0B
Table 2. Nucleotide sequences of primers and probes

leH
Gene

Mpaitmep
Primer
Mpsamoit
Forward
O6patHbIn
Reverse
30H],
Probe
Mpsamoit
Forward
O6paTHbIn
Reverse
30H],
Probe
Mpsmoit
Forward
O6paTHbIn
Reverse
30H]
Probe
Mpsamon
Forward
O6paTHbIf
Reverse
30H],
Probe

LAMPZ

SCARB2

ACTB

GNB2L1

CpenHuii Bo3pacT, rofbl
Mean age, years

[eHbl MemOpaHHbIx GeNkoB M30coM npit BonesHu MapkuHcoHa

ku OTBHY «MHCTUTYT 3KCIepUMeHTATbHOM MeIUIIMHbI»
u IICII6TMY um. akan. W.I1. TTaBnosa. Ipynmna nmauueHTOB
¢ GBA-BII oncana panee [§].

BrisiBnenue mytauuu L444P B rene GBA y mauuentos ¢ BIT
ocymectisiiocb MerogoM IILP ¢ mocnemyromuM pecTpuk-
LMOHHBIM aHanu3oM, a MyTauuu N370S — MeTomoM anjenb-
cermduanoit ITHP [9, 10]. Ipynma BHM-GBA cocraBieHa
Npy 00CIeNOBaHUH POJACTBEHHUKOB MIEPBOTO POACTBA MALMEH-
TOB ¢ 6one3Hbio [ome. Myraiu B reHe GBA B 1aHHOM BEIOOPKE
OIpene/IsId METOAOM IPSIMOrO CeKBeHMpoBaHUs. KimHuye-

Mon
(MYXYNHBIKEHLLUHBI)
Gender (men:women)

Cpepnhuit Bo3pacT
Hayana, ropbl
Mean age at onset, years

60,6 £12,4 571112 5:4
496+11,7 - 4:5
64,3+9,9 61,0+10,3 15:22
64,2 £10,2 - 23:33
MocnepoBaTeNnbHOCTb
Sequence

5

5-CTGGTGTTGCAGCTGTTGTT-3’

5-AAGGCAAGTGGCATTTTCTG-3’

’-(FAM)-CTGCCTAGTCCTGGGAGCTGTGC-(BHQ1)-3’

5’-GGGTCTTCCAGAAGGCTGTA-3’

5’-GGGTCTTCCAGAAGGCTGTA-3’

5’-FAM-CGAGAAGCACTCAGGCAGACCCT-(BHQ1)-3’

5’-CGTGCTGCTGACCGAGG-3’

5-ACAGCCTGGATAGCAACGTACA-3’

5"-(HEX)-CCAACCGCGAGAAGATGACCCAGAT-(BHQ2)-3'

5'- ATCAAGCTATGGAATACCCTGG-3’

5’- GGAGACGATGATAGGGTTGC-3’

5’-(R6G)-CTCAGAGTGGGTGTCTTGTGTCCGC-(BHQ1)-3’
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CKHUE U TeMoTpapIecKie XapaKTepUCTUKH TPYIII, BOLIEAIINAX
B HCCJIeIOBaHNUE, TIPEACTABICHBI B Ta0. 1.

MoHoHyKIeaphl BbIAEAEHbl M3 8§ MI Mepudepruueckoil Kpo-
Bu nauueHtoB ¢ BII, GBA-BII, BHM-GBA u unauBuayymoB
KOHTPOJIBHOM TPYIITHI METOIOM LIEHTPU(YTMPOBAHUS Ha Ipa-
nuente maotHocty Ficoll-Paque PLUS («GE Healthcare») mpu
400g B Teuenue 40 MuH. [ OUUCTKY TUMGOLUTAPHOI PpaK-
LUK OT APYTMX TUIIOB KJIETOK KPOBU ITPOBENCHO MArHUTHOE
cenapupoBaHue JTUMGOIMTAPHON CMECH C WMCIIONb30BAaHUEM
MarHUTHOro py4Horo cenaparopa MACS («Miltenyi Biotec»),
konoHok miniMACS tuna MS («Milteyn Biotec») u cnenudu-
YeCKMX MarHWTHBIX MUKPOYACTHI ISl CENCKTUBHOTO OTOOpA
CD45*-knetok («Miltenyi Biotec»).

ToransHas PHK Obina BeimeneHa uz CD457-kneTok KpoBu
YVYIACTHMKOB HCCIICHOBAHUSI C MCIONB30BAHMEM Habopa IS
BoimenaeHuss PHK «RNeasy Mini Kit» («Qiagen»). kK IHK 6bu1a
MOJTyYeHa METOJOM OOpAaTHOM TPAHCKPHUIIIMK C MCIOJIb30Ba-
Huem Habopa «Revert Aid First cDNA Synthesis kit» (K1622,
«Thermo Scientific») B COOTBETCTBUU ¢ MHCTPYKLIMEH MPOU3-
Bonutensi. Konuentpanus MPHK nerextupoBanach npu ainHe
BoJtHBI 260 HM. Yuncrory mosnydennoit PHK oneHnBamu Kak o1-
HOIIIEHHWE ONMTUYECKOM MIoTHOCTH Tpu 260 1 280 HM (KpuTe-
puit yucrotsl 1,8). [Ing onieHku akcrpeccuut TeHoB LAMP2
SCARB2 Hamu 6b11 pa3paboTaH METON KOJIMYECTBEHHOM MOJIH-
MepasHoii rerrHoi peakiy (ITIIP) B pexkxume peanbHOTO Bpe-
MEHHU C UCIOb30BaHUEM (hIII0OpEeCeHTHBIX 30HI0B TagMan
Ha mpubope «CFX896 Touch» («Bio-Rad»). I[locienoBaten-
HOCTH IpaiiMepoB 1 30H10B TagMan 6b11n pa3paboTaHbI ¢ MO-
Moltibto porpammel Primer3 v. 0.4.0 1 ipecTaBiaeHs! B Ta0I. 2.
B kauectBe pedepeHCHBIX T€HOB OBLIM MCIIONB30BAHBI KOH-
CTUTYTUBHO 3KCIpeccupylolirecss B KiaeTkax reHol GNB2LI1
(guanine nucleotide binding protein (G protein), beta
polypeptide 2-like) u ACTB (beta-actin). OTHOCUTENBHBIN YpO-
BeHb MPHK wnccinenyeMbix TeHOB onpeiensiv METOI0M CpaB-
HEHUS MOPOTOBLIX YpoBHei ammndukanum AACt [11].

Craructuyeckyio 00paboTKy u rpaduyeckoe TpencTaBieHIe
JAHHBIX TIPOBOJMIIM C MCTIOIb30BAHUEM BCTPOEHHBIX MAKETOB
R Bepcun 3.5.1. [11s1 o1ieHKY OTJIMYMiT OTHOCUTEEHOTO YPOBHS
MPHK rena LAMP2 u SCARB2 8 CD45*-xnetkax nepudepu-
YeCKOI KPOBU MEXIY TPYIIaMU UCTIOb30BaIM HeTlapaMeTpu-
yeckuit U-kputepuit ManHa—YutHu. Paznuuus npusHaBanu
cratuyecku 3HauuMbIMu 1ipu p < 0,05. JlTaHHbIE TpeCTaBICHbI
B BUJIE MEIMAHBI (Min—max).

Pesyabrati

OrnHocutenbhbiii yposeHb MPHK rena LAMP2 B CD45*-
KJIETKaX KpoBU B rpymme nauueHToB ¢ GBA-BII cocraBun
0,17 (0,05—0,54), y BHM-GBA — 0,47 (0,25—1,61), y mauu-
eHToB ¢ BIT — 1,20 (0,02—4,42), B KOHTPOJBHON TpyIIIe —
1,36 (0,12—21,49). OtHocutenbHblil ypoBeHb MPHK reHa
LAMP2 B CD45*-xnerkax kposu nanuentos ¢ GBA-BII, y
BHM-GBA Obul cTaTUCTUYECKM 3HAYMMO CHUXEH KaK IO
CpaBHEHMIO C KOHTponbHOI Tpymmoit (p < 0,0001, p = 0,029
COOTBETCTBeHHO), Tak 1 ¢ BII (p < 0,0001, p = 0,021 coot-
BETCTBEHHO; pUC. 1). BBIABIECHO TakXke JOCTOBEPHO 3HAYMMOE
cHmxenue yposHst MPHK rena LAMP2 B CD45*-knetkax Kpo-
Bu y nauueHtoB GBA-BII mo cpaBHeHuto ¢ rpynmnoit bBHM-
GBA (p=10,024).

OtHocutenbHbIN ypoBeHb aKkcnpeccunt TeHa SCARB2 B CD457-
KJIETKaX KpoBU cocTaBul y nanueHTos ¢ GBA-BII 1,44 (0,09—
22,08), y BHM-GBA — 3,39 (0,06—58,86), y marenTos ¢ BIT —
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Puc. 1. OtHocutembhbiii ypoenb MPHK rena LAMP2 B CD45*-kneTkax
nepud)epruyecKoil KPOBH B HCCIELYEMbIX TPYIIAX

Fig. 1. Relative mRNA levels of the LAMP?2 gene in CD45" peripheral
blood cells
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Puc. 2. Otnocurenbhbiii ypoBenb MPHK rena SCARB2 B CD45*-
KJIeTKaX nepucepiaeckoil KPOBU B MCCJIETYEMBIX IPyImax

Fig. 2. Relative mRNA levels of the SCARB2 gene in CD45" peripheral
blood cells
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13,48 (0,51—147,43), B xouTpose — 16,48 (0,16—128,13). Or-
HocutenbHbIN ypoBeHs MPHK rena SCARB2 B CD45*-xmeTkax
KpoBU MauueHTOB ¢ GBA-BII ObLl JOCTOBEPHO CHUXEH OT-
HOCUTENIbHO Kak rpynmsl manmenTtoB ¢ bIT (p = 0,01), tak u
KOHTpoJbHOI Tpynnbl (p = 0,046; puc. 2). OTHOCUTENbHBII
ypoBeHb MPHK rena SCARB2 Obi1 CTaTUCTUYECKU 3HAYMMO
Huxe B rpynne BHM-GBA o cpaBHeHuI0 ¢ manmeHTamu ¢ bIT
(p = 0,045). Yposenb MPHK rena SCARB2 B CD45"-knetkax
KPOBH CTaTUCTMIECKU 3HAYMMO HE OTIMJAJICS MEXIYy TPYII-
noit BHM-GBA u xontpojieM. He BbISIBIEHO HOCTOBEPHBIX
OTIINYMii B ypoBHE 3Kctipeccun reHa SCARB2 Mexty rpymmoi
BHM-GBA u rpynmnoii nauuentoB ¢ GBA-BII. YpoBeHb 3Kc-
npeccuu TeHoB LAMP2 v SCARB2 mexny Tpynroii HauueHToB
¢ BII 1 KOHTPOJIBbHOI IPYMIIOi JOCTOBEPHO HE OTIMYAIICS.

O0cyxneHue

JlaHHOe WCCNeIOBaHUE ITOCBAIICHO ITOMCKY TPWITEpa pas-
BuTHa GBA-BII n 3akmouanoch B OLIEHKE 3KCIPECCUU TEHOB
MeMOpaHHbIX 6enkoB au3ocoM (SCARB2, LAMP2) 8 CD45*-
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KJIeTKaX reprudeprIeckoii KpoBHU B IPyIIIe MaueHToB ¢ GBA-
bIl 1 BHM-GBA. B uccnempoBaHue Takke BOLLIM TPYIIbI
nanreHToB ¢ bII 1 miia ¢ oTCyTCTBIEM HeBPONOTMICCKHX 3a-
OoneBaHUIi (KOHTPOJID).

MonekyIapHBIii MEXaHHM3M, a TaKKe TPUITepHl Havala pas-
Butus GBA-BII1 ocraiorcs HeusBecTHbIMM. PaHee Hamu U
IPYTUMH aBTOPaMH II0Ka3aHO CHIDKCHUE (PepMeHTaTHBHOMN
aktuBHocTu 'Ll 1 HakorIeHre TM30CUHTOIUITUAOB B KPOBU
nauueHtoB ¢ GBA-BII [12—-15]. Panee HaMu OKa3aHO MOBBI-
IICHNE KOHIIEHTpAIlMM OJUTOMEPHBIX (DOPM 0-CHHYKICHHA
B MJ1a3Me KpOBU MalueHTOB ¢ 6oje3Hbto Tomie u GBA-BII mo
CpaBHEHMIO C KOHTPOIBHOM Tpymmoii [13, 16]. M3BecTHO, uTO
OKOJIO MOJIOBUHBI 0-CUHYKJIEMHA JETPALUPYET B KJIETKE ITyTEM
nranepoH-onocpenoBaHHoii ayrodarun [17—19]. ITonyyeHHBIE
TaHHBIe MO3BOJMIM BBICKA3aThb MPEAINOJIOXEHHE O TOM, YTO
ncyskums ' MoxeT MprBOAUTH K HAKOTIEHUIO HEHPOTOK-
CUYHBIX popM o-cuHykienHa [20]. In vitro moKa3aHa CTaOMIN-
3a1[1s] HEAPOTOKCUYHBIX HOPM 0:-CHHYKJIEHHA JIU30CHUHTOJIM-
MUIaMH, B 9aCTHOCTH TJIFOKO3MICUHTO3MHOM [21].

Ipu 3TOM enqMHWYHBIE UCCNENOBAHUS TI0 OlEHKe (hepMeHTa-
tuBHOM akTHBHOCTH I'l Ha HebonbIMX BEIOOpKaXx BHM-GBA
npotuBopeurBbl. B uccnenosanun R.A. Ortega u coasT. [22]
He BBIBIIEHO cHIDKeHue aktuBHOCTH 'Ll B kxpoBu BHM-GBA,
B TO BpeMs Kak B uccienoBaHusax R.N. Alcalay u coabrt. [12]
1 Hamu (HeoNyOIMKOBaHHBIC NaHHBIE) IMOKA3aHO CHIDKEHHUE
aktuBHOCTH (pepmeHTa 'l ¥ HaKomIeHUsT TU30CHUHTOIUITN -
JIOB Y HEBPOJIOTUYECKU 3M0POBBIX HocuTeeir myranmii GBA.
B ormmune or BHM-GBA B ayronTaTax Mosra ITallMEHTOB
¢ GBA-BI1 otMeyeHo (hopMuUpOBaHKME OJUTOMEPHBIX (DopM
o-CHHYKJIenHa [23].

M&I nipennonaraem, 4to cHxkenue aktuBHocty 'l u Hako-
TUIEHUE JTU30CGHUHTONUIUIOB HE SIBJSIETCS TOCTATOYHBIM IS
pazsutust BIT y Hocuteneir myraimii B reHe GBA. ®opmupo-
BaHME HEUPOTOKCHMYHBIX (POPM 0-CHHYKIIEMHA Y HOCHTENEH
Mytauuil B reHe GBA MoxeT mpoucXoauTh, ecii IOMUMO Ha-
pymenust gynkuuu ' HaOmogaeTcsi CHUXEHNE aKTMBHOCTH
IPYIUX JU30COMHBIX (DepMEHTOB MM TUCGHYHKIIMKA MeMOpaH-
HBIX OEJIKO-TPaHCTIOPTEPOB, YIACTHUKOB TPOLiecca ayToharuu.

IMpoBeneHHoe wHccnenoBaHMe TMOKa3alo CHMXEHHE YpOB-
Hg MPHK LAMP2 u SCARB2 B KneTKax KpOBU TMAIlMEHTOB
¢ GBA-BII otHocutenbHo rpynmsl ¢ BIT u koHTpons. Ien
LAMP2xoaupyeT TU30COMHO-aCCOLIMMPOBAHHBIA MEMOpaH-
HbIl 0enoK 2. JlaHHBIM 6eTOK BHIMOJTHSAET (PYHKIIUIO JTN30-
COMHOTO pelLenTopa, BOBJIEYEHHOTO B MPOIIECC IIANepoH-
OTIOCPEIOBAHHON ayTo(aruy, OCyIIeCTBISAS HAaIlPaBICHHBIHA
TPAHCMOPT YacCTUYHO JAEHATYPUPOBAHHBIX OCIKOB, B TOM
Yuclie o-CUHYKJIEUHA, U3 LIUTOIIa3Mbl CKBO3b MEMOPAHY JIK-
30COMBI B €€ TIOJIOCTh C Mocneayioniei ux gerpagauueit [17].
HapyuieHue manepoH-onocpenoBaHHON ayTodaruu 1 Auc-
(DYHKIIMS TM30COM pacCMaTPUBAIOTCS KaK COCTABJISIONINE
natoreHes3a bIT [24]. [TpoaykT reHa SCARB2 — uHTerpaib-
HBIN OeMOK TM30COMHBIX MeMOpaH 2 (LIMP2) — sBnsercs
cnenuduyeckum perentopom ais pepmenta 'Ll u yyacTBy-
€T B TPAHCIOPTE JAHHOTO (pepMEHTa OT SHAOIIA3MaTHYe-
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CKOTO PeTUKYyJIyMa yepe3 arnmapat [oJbIXu B TU30COMY [25,
26]. HemaBHOo moka3aHo, uto reH SCARB2 MoxeT paccMa-
TPUBaThCA KaK TeH-MOAM(DUKATOp KIMHMYECKOTO TCUCHUS
BI' [27] u Bo3aMoxHBbII Momudukarop passutus BIT [28],
B yacTHoctu GBA-BII [29].

VuyuTeiBasg CTATUCTMYECKM 3HAUYMMOE CHIDKEHUE 3KCIPECCUU
reHa LAMP2 y naumentoB ¢ GBA-BII 1o cpaBHEHUIO ¢ TpyII-
noit BHM-GBA, MOXHO NpennonoxXuTb, 4TO BbIPAKEHHOE
CHUXeHHe aKkcnpeccurt TeHa LAMP2 MOXeT ObITh TPUTTEPOM
pasButust GBA-BII. UnTepecHo, uTo paHee OBLIO COODIIEHO O
TEeHCHLIUU YPOBHSI 3Kcnpeccuu reHa LAM P2 B KiieTKax rojioB-
Horo Mo3ra nauueHToB ¢ GBA-BII [30] u BhIsIBIEHa BBICOKAS
Koppessius akcnpeccuu reHoB GBA u SCARBZ2. D10 yka3biBa-
€T Ha BO3MOXXHOE B3aMMOJIEHCTBIE STHX TeHOB Ha TPAHCKPHII-
LIIOHHOM YPOBHE.

B nacrosiem uccnenosanuu B rpynne bBHM-GBA Takke mo-
Ka3aHO CHIXXeHue aKkcrpeccun reHa LAMP2 v TeHaeHIMS K
cHIXeHMIo 3Kkcnpeccun reHa SCARB2 1o cpaBHEHUIO ¢ KOH-
TPOJIEM, UTO MOXET FOBOPUTH O BAMSIHUM AuchyHKuuu 'Ll Ha
SKCIPECCHIO TCHOB MEMOPaHHBIX 0€JIKOB JM30coM. HecMoTps
Ha BBIIBUHYTOE MPENOI0XEHUE O BIMSIHUM CHIDKEHHOM 3KC-
npeccuu reHa LAMP2 va pa3utue bIl y HocuTeneit Mytauuu
B reHe GBA, Helb3s NCKITI0YaTh 00paTHON BO3MOXHOCTH, YTO
pasButue bBII, HakomjeHHe OJMIOMEPHOTO O-CUHYKJIEHHA
MOXET IPHBOIUTh K 0OJiee BBIPAXXCEHHOMY CHIDKCHHUIO 5KC-
npeccuu reHa LAMP2. Ha monenn MOTII-uHAyLUPOBAHHOTO
MapKUHCOHM3MA Ha MBIIIAX HAMU paHee BBIIBICHO CHIDKEHUE
ypoBH# 3Kcnpeccuu reHa LAMP2 B TKaHSX TOJOBHOTO MO3Ta
MOJIEbHBIX KUBOTHBIX [31].

CHuxeHue ypoBHs 6en1ka LAMP2 B cTUHHOMO3IOBOM XUIKO-
CTH, TMMMOLIUTAX ITeprUpePUICCKOIl KPOBH, a TAKKE B TKAHAX
TOJIOBHOTO Mo3ra nauueHToB ¢ bI1 BbIsIBI€HO pa3HBIMU aBTOP-
M [32—34]. OnHako Mbl HE OTMETUIIM U3MEHEHU I SKCITpecCUu
reHa LAMP2 B kneTkax KpoBH y manueHToB ¢ BIT 1 B KoHTpo-
Jie. AHaJTOTMYHO He ObUTO Pa3Inyuil B ypOBHE SKCIIPECCUU TeHA
SCARB2 mexny rpynmoit naiueHToB ¢ BIT u kontponem. [lan-
HBIE 110 olLigHKe (hepMeHTaTHBHOM akTuBHOCTU I'Ll, mosy4eH-
HBIC Ha PeIpe3eHTaTUBHBIX KOropTax HanueHToB ¢ I1 B KpoBw,
nporuBopeunBhl. Tak, R.N. Alcalay u coasr. [12] oTmeyaioT
cHmxeHue aktuBHocTH 'Ll y manuenTos ¢ BII mo cpaBHEHUIO
C KOHTpPOJIEM, B TO BpeMs KaK HaMM 1 IPYTMU aBTOPaMU JaH-
HBIX pa3nuyuuit He onucaHo [13, 22, 35]. Takum obpa3om, poib
IChYHKIMN TM30COM B TlatoreHese cbIl mpu oTcyreTBIM My-
Tauuii B reHe GBA ocTaeTcs He SICHOI.

3aknouenue

Hamu BrepBble ObUTa OlIEHEHA SKCIPECCHs TeHOB MeMOpaH-
HbIx 0es1KoB Jiu3ocoM SCARB2wv LAMPZ2 B rpyrnine naluueHToB ¢
GBA-BII, a Taxxke B rpynne BHM-GBA B numdonuTax nepu-
(hepuueckoii KpoBu. [loydeHHbIE pPe3ybTaThl TOATBEPXIAIOT
o0cyxmaemyto paHee B3auMocBs3b quchyHkimm 'L ¢ ypoBHeM
9KCIIPECCUU T€HOB MeMOpaHHBIX OenKoB au3ocoM LAMP2 u
SCARB2, a Takxe MO3BOJSIOT MPENOI0XUTh BOBJIEUCHHOCTD
cHmxeHus skenpeccuu reHa LAMP2 B pazsutue GBA-BII.
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[TaToMopdoJiorug roJIoBHOro Mo3ra
IIPU T€MATOJECHTUKYJIAPHOU
nereHepauuu (0ojae3Hu
BuibcoHa—KoHoBa10Ba)

T.C. T'ynesckas, P.II. Yaiikockas, ILJI. Anydpues
OIBHY «Hayunbiii yenmp vespoaoeuu», Mockea, Poccus

Besedenue. Ienamosenmukyaspras decenepayus (IJI1), uau 6ose3ns Buavcona—Konosanosa, — 00Ho u3 Haubosee madceabix npoepeccupyoujux Ha-
caedcmeenHbiX 3a004e8aHUll HEPBHOU cucmeMbl, PA0 BONPOCO8 NAMOLEHe3A U NAMOMOPHOA0UY KOMOPORO ABASIOMCS KpeOMemoM YeaybaeHHbIX uccie-
dosanuil.

Ileav uccaedosanus — usyyenue namomopGHosoeueckux usMeHeHull 2041081020 M032a U onpedenerue 6e0yuUx (aKmopos ux namozenesa 8 CekyUOHHbIX
cayuasx TTTJIL

Mamepuaavt u memoost. Ilposedero namosozoanamomuyeckoe ucciedosanue 15 ymepuiux 6oavhoix (14—35 aem) ¢ ILI. Kaunuueckuii ouaeros 6o ecex
cayyanx Obia nOCMAeAeH Ha 0CHOBAHUU XapakmepHvix npusnaxos nopaxcenus LIHC u newenu, nasuus poeosuynoeo koavua Kaiizep—@aeiimepa u mu-
RUMHbLX OUOXUMUYeCKUX HapyueHuil 00mena beakos u medu. Hcnoab308an KoMnAEKC 2UCHOA02UMECKUX, HelPORUCION0UYECKUX U eUCHOXUMUMECKUX
Memo0os 0KPAcKU, BKAI0UAS 2UCIMOXUMUecKoe Uccaed08anue Medu nocae uKcayuu cpe3os Mosea 8 pybeanoeodopooroil Kucaome.

Pesyavmamut. Bo 6cex cayuasnx evisenensi majcenvie usMeHeHUs cocy008 MUKPOUUPKYAAMOPHOLO PYCAa M03ed, XapaKmepHble 045 AHUOMOKCUHECKo-
20 komnonenma IJLII, ¢ Hapywenuem nporuyaemocmu cocyoos u pasgumuem nepcucmupyioueeo omexa u cHOHeUOMHOPMHbIX U3MeHeHUil MKAHU Mo3ed.
Hzmenenus wauwe 06napysicusasuc 6 odaacmu 6a3aibHbix A0ep, a maxce 6 0esom seujecmee noAyuapuii 60Abul020 M032a, MO3NCeKke U MOCHY Mo3ed.
B amux ace omdenax mozea 6ol apko svipaxcer yumomoxcuueckuii komnonenm IJIJI, npedcmaenentolii OecenepamugHoimu UusMeHeHUAMYU ACMPOYUMAp-
HOUl 24U U HelIPOHO8, YaCMO 3aKanuusaromumucs ux eubeavro. Haubonee wacmoii popmoii namonoeuu 6vin0 noseaerue eauu Anvueeiimepa I muna, nped-
CMABACHHOI «20AbIMU» A0PAMU, SHAYUMEAbHO pedce — eauu Anvueeiimepa I muna. Lpu eucmoxumuueckom uccaed08anuu 6bia6aeHbl OMAONCEHUA 2PAHYA
Medu 6 IHOOmeAUOyUmax Muxpococydos, eauu Anvueeiimepa Il muna u neiiponax, npeumyujecmeerno 64e0H020 wiapa u X60cmamozo A0pd.
Saxarouenue. B namoeenese nopaxcenus mosea npu IJTJ] 6onvuioe 3Hauenue umeem KoMnaeKc RAmoeeHHbIX GaKmopos: mokcuueckoe sausHue meou Ha
M032, no8pedcOeHe U HapyuleHue nPOHULAeMOCIU 2eMAModHYepalutecko2o bapvepa, maxceavie Memaboauueckue Hapyuienus, 00ycaoenenHoie neue-
HOUHOI HeOOCMAMOYHOCHbIO, 2UNOKCUS MO32d.

KnoueBbie ciioBa: eenamosenmuxyaspras decenepayus; namomopgoaoeus 201081020 M032a; 2aus Anvyeetivepa.

Hcrounuk hvHaHCHPOBAHHA. ABTODHI 3aBIISIOT 00 OTCYTCTBUH (DMHAHCHPOBAHUS TIPU TIPOBEICHUH MCCIIETOBAHMS.

Kondmkr mHTEepecoB. ABTOpHI TEKITapUPYIOT OTCYTCTBUE SBHBIX U IIOTCHIMATBHBIX KOH(INKTOB MHTEPECOB, CBSI3aHHBIX ¢ ITy0JIMKa-

LIMEN HACTOSIIEH CTaThbM.
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Cerebral Pathology in Hepatolenticular Degeneration
(Wilson Disease)

Tat'yana S. Gulevskaya, Roxana P. Chaykovskaya, Pavel L. Anufriev
Research Center of Neurology, Moscow, Russia

Introduction. Hepatolenticular degeneration (HLD), or Wilson disease, is one of the severe progressive hereditary disorders of the nervous system. A number of
questions regarding its pathogenesis and pathology are the subject of in-depth research.

The aim of the study was to examine cerebral pathology and determine the leading factors in its pathogenesis in the autopsy cases of HLD.

Materials and methods. A postmortem study was carried out in 15 deceased patients (14—35 years old) with HLD. In all cases, clinical diagnosis was based on
the characteristic signs of CNS and liver damage, presence of the Kayser—Fleischer corneal ring, and specific biochemical abnormalities in copper and protein
metabolism. A set of histological, neurohistological, and histochemical staining methods was used, including the histochemical study of copper after the fixation
of brain slices in rubeanic acid.
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Results. In all cases, severe microcirculatory changes were found in the brain, characteristic of the angiotoxic component of HLD, with impaired vessel permeability
and the development of persistent edema and spongiform changes in brain tissue. Changes were more often found in the basal nuclei area, as well as in the
white matter of the cerebral hemispheres, cerebellum, and pons. The cytotoxic component of HLD was evident in the same regions of the brain, represented by

degenerative changes in astrocytes and neurons, often ending in their death. The most frequent form of pathology was the appearance of Alzheimer type 11 glia with
‘naked’ nuclei, and much less frequently, Alzheimer type I glia. The histochemical study showed deposits of copper granules in the endothelial cells of microvessels,
Alzheimer type 11 glia, and neurons — predominantly in the globus pallidus and the caudate nucleus.

Conclusion. A set of pathogenic factors plays an essential role in the pathogenesis of the brain damage in HLD: the toxic effect of copper on the brain, the damage
to and impaired permeability of the blood-brain barrier, severe metabolic disturbances caused by liver failure, and brain hypoxia.

Keywords: hepatolenticular degeneration, cerebral pathology; Alzheimer glia.
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Beenenne

lenatonentuxynapHas aerenepauus (IJ1J]) — tsaxenoe mpo-
rpeccupylolliee HaclaeACTBeHHOe 3abojieBaHKe, Mepeaaromie-
€csI TI0 ayTOCOMHO-PELIECCUBHOMY THITY, B OCHOBE KOTOPOTO
JISXUT HapyLIEHHE 9KCKPELIMM MeIY U3 OpraHKu3Ma ¢ U30bITOY-
HBIM HaKOIDICHUEM 3TOTO MUKPO3JIeMeHTa B TKAHAX U MYJIb-
THOPTaHHBIM MOPaXKeHUEM, MPeXae BCEro MeyeH U Oa3alib-
HbIx saep mosra [[—7]. Mctopus pa3BuUTHS MPEACTABIEHUIA O
IJI1, BKmoyas BONPOCH KIMHUKKU U MTaTOMOPQOJIOTUU, TEC-
HO CBsI3aHa ¢ MMeHaMU Bblatouuxcs HeBpoJoros K. Wilson
n H.B. KoHoBasoga.

K. Wilson B 1912 . ony6;1mkoBan padoTy, B KOTOPOI BIIEpBbIE
MpenCcTaBUIl OIKMCaHMe KIMHUYECKON UM MaToJI0roaHaTOMUYe-
CKOI KapTHHBI HOBOTO 3a00JIeBaHUsI, XapaKTepU30BaBIIETOCs
COYETAaHHBIM IMOPAXEHUEM ITEYSHU U TOJIOBHOTO MO3ra, ¢ Ma-
Hudecralyeir CUMOTOMOB B MOJIOAOM BO3pacTe M JajibHel-
IIAM TIPOTPECCUPOBAHNEM HEBPOJIOTMICCKON CHMIITOMATHKH
(puruaHoOCTH, mucharuu, IU3apTpUu, TMIIEPKUHE30B) U MCH-
XMYECKUX PACCTPOMCTB MPU OTCYTCTBUU MPU3HAKOB MOpaxe-
HUS TMPaMUIHBIX TyTel. MopdonoruieckKu B TOJIOBHOM MO3Te
OMnpeaeNsaIuch IBYyCTOPOHHUE U3MEHEHUST YedeBULIEO00OPa3HbIX
siIep, a B TIEYeHM BO BCeX CIydasx — muppo3. CKpymyiae3Hoe
MHOTOJIETHEE M3yYeHHEe KJIMHUKU U MAaTOMOP(OIOTUM 3TOTO
3a0oneBaHusl naau BosMoxHocTh H.B. KoHoBanoBy cosnaTh
MOAPOOHYI0 OPUTHHAJIBHYIO KIaccupuKaluio 00Je3HH, a
TaKXe MoKa3aTh, YTO MATOJIOTMYECKUE U3MEHEHUST B MO3Te He
OrpaHUYMBAIOTCS YeUECBUIICOOPA3HBIMU SAPAMM, & HOCST TH-
(y3HbIit xapakrep [1, 2]. B cBsi3u ¢ atum H.B. KoHoBanos cuu-
Taj, 9To 00jIee TOYHO XapaKTep IpoIlecca OTPasuiio ObI HOBOE
Ha3BaHUe 00JIe3HU — TenaTolepedpaabHas IUCTPOPUsl.

bnaromapsi ycnexam COBpeMEHHOM T€HETHKM U OMOXMMUM B
nocjeqHue aecaTuneTss XX B. ObUIM TOCTUTHYTHI 3HAYUTEIb-
HbIe ycrexu B moHuMaHuu npupoasl [JI1. YcraHoBneHo, uto
MPUYMHON BOSHUKHOBEHMSI 3TOr0 3a00JI€BaHMUS SIBISIOTCS MY-
tauuu reHa ATP7B, xotopelil okanu3zoBaH Ha 13-i xpomo-
come B Jokyce 13ql14.3 u xomupyeT MeasTPaHCIIOPTUPYIOIIYIO
AT®azy P-tuma — ATP7B. MPHK AT®a3m1 7B obHapyxe-
Ha B IelaTOIMTaX M KamWUIIpax Mosra. DToT (epMEeHT yua-
CTBYET B BHIBEJICHUM MO M3 KPOBU B KeJIUb M 13 TOJOBHOTO
Mo3ra B KpoBb. IMEHHO €ro HeJOCTaTOK BHI3BIBACT 0OJIC3HB
Bunbcona—Konopanosa [4—6]. Bemymium 3BeHOM IaToreHesa

o1

Cerebral pathology in hepatolenticular degeneration (Wilson disease)].
In Russ.)

SIBJISIETCS XPOHWYECKAsl SHAOTCHHAs] WHTOKCUKALMSI MEMbIO
¢ M30BITOYHBIM OTJIOXEHHEM €€ B OpraHax-MHIICHSX, cpe-
I KOTOPBIX TJIABHBIMU SIBJISIIOTCS TI€YEHb U TOJOBHOI MO3T.
WMmeHHO B HUX OOHApyXWBAlOTCS Haubonee BBHIPaXKEHHBIE
Mopdonornueckue uaMeHeHuss npu [JIJI, ompenpensroniue
KJIMHUYECKYIO KapTUHY U ucxon 3aboaeBaHus [2—4, 8, 9]. Ha-
KOIUICHHME MY B IICYCHN MTPUBOINT K HEKPO3Y IeIaTOIIUTOB,
BOCMajieHUIo, pubpo3y, mpoaudepalun XeTIHbIX TPOTOKOB
u uupposy [3, 7, 8].

Bce usmeHeHus B ronoBHoM Mosre mpu [JIJl pasmeneHsl
H.B. KoHOBajOBbIM Ha aHTMOTOKCMYECKHME W IIMTOTOKCUYE-
ckue. [TepBble BhIpaXkaloTCs B aTOHUU MEJKUX COCYIOB U Ka-
MUIIIPOB MO3Ta, M3MEHEHHUSIX UX CTEHOK. B pesyibrate Bo3-
HUKAIOT CTa3bl, HEPEAKO PACIIPOCTPAHSIONIMECS Ha OOJIbIINE
YJ4acTKU MO3Ta, YacThl TeMOPPAruu U3 MEJKUX COCYIOB U Iie-
PUBACKYJISIPHBIE OTEKU C MPOIUTHIBAHMEM TKAaHM MO3Tra 0ora-
TON OeJKOM XUIKOCTbIO. DTH HapylleHHs BEOYyT K aHOKCUU
1 WIIEMHAN HePBHOM TKAHU C TOCIEAYIONIEH ee THOEeNbIo, 00-
pa3oBaHMEM MEJKUX KUCT Ha MeCTe OpraHM30BaHHBIX OYaroB
HEeKpo3a U (POPMUPOBAHUEM TaK HA3bIBAEMOTO CIIOHTMO3HOTO
cTaTyca — OTHOM M3 XapaKTepHBIX MOP(POJOTUUECKIX OCOOEH -
Hocteit TJIJI. LIuTOTOKCHMUYECKMIT KOMITOHEHT 3aKJII04aeTcsl B
pacIpocTpaHeHHBIX TUCTPODUIESCKIAX M3MCHEHISIX MAKPOTIIIH
1 HEPOHOB, YaCTO 3aKaHUMBAOIIMXCS MX TMOeNbi0. OcobeHHO
XapaKTepHO MOSBJICHME TAaTONOTUUSCKOM K AJbITreiiMepa
(TA) 1 u II TumoB, BKJII0Yas MHOTOYMCIIEHHBIE TIEPEXOIHbIE K
KJIeTKaM AJiblireiiMepa (opMbl aCTPOLIMTOB, BOJIOLIUS KOTO-
PBIX OT HOPMAJIBHBIX KJIETOK 1O MAaTONOTMYSCKUX (HOPM SIBIIS-
eTCsl peakliMeil Ha 3K30TeHHbIe BPeAHOCTU. TakuM 00Opa3zoM,
H.B. KoHoBanoB moka3ai, 4To «ypominBas» [A pa3BuBaeTcs B
TeueHKe 00J1€3HN U3 HOPMAIbHBIX aCTPOLIMTOB MO BIUSIHUEM
TOKCUUYECKUX BO3JEUCTBUII HA TKAHb MO3Ta, B MPOTUBOBEC CY-
IIECTBOBABIINM HEBEPHBIM ITPEICTABICHMSM psiIa UCCIen0Ba-
TeJiel 0 BPOXXIEHHOM YPOICTBE B CTPOCHUU TJIUU.

Hecmotpst Ha moutu 60-7eTHUIT epro, MPOLIEAIINiA ¢ MO-
MeHTa onyoirkoBaHus H.B. KoHoBanoBeiM MoHOTpadhun «le-
naro-1epedpaibHast IUCTpodusi» [2], B KOTOpOii UM OJIecTsie
MpeacTaBieHa MaToMopdhoNornieckas KapTHa M MaTOTeHe3
M3MEHEHUH TOJIOBHOTO MO3Ta MPY 3TOM 3a00JI€BaHUU, MHOTHE
HepelleHHbIe ¥ CIIOPHbIE BOIPOCHI, Kacalolluecsl xapakrepa
U JIOKaTM3alK 0YaroBbX U Audy3HBIX U3MEHEHUI TKaH!
MO3ra, OCTaloTCSl MPEAMETOM YIIYONEHHBIX MCCIETOBAHMIA.
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DTO0 MOJTHOCTHIO OTHOCHUTCS K M3YYCHMIO HA HOBOM METOIIYC-
CKOM YPOBHE C MCITI0JIb30BaHMEM COBPEMEHHbBIX MOpdooruye-
CKUX M HENPOBU3YATU3ALUOHHBIX METOMOB LIMTOTOKCUYECKO-
ro W aHrHotokcuyeckoro kommnoHeHTtoB [JII. B nureparype
OIMyOJMKOBAHO HEOOJbIIOE YUCIO pabOT, MOCBSILEHHBIX W3-
YYEHUIO TaTOMOP(OIOrUM MO3ra B CeKIMOHHBIX cydasx [T1]1
[3, 9—13], ¢ ucnonb3oBaHWEM 3JEKTPOHHONW MUKPOCKOMUU
1 UMMYHorucroxumun [14—16].

B 1ieHTpe BHUMaHMS MCCIeI0BATENe OCTaeTCs PSIL TPodIIeM:

* MeXaHWM3M HapyllleHHs IPOHUIIAeMOCTH TeMaTodHIIEhaT1-
yeckoro 0apbepa (I'Ob) u ero posib B pa3BUTUU MEPCUCTU-
PYIOIIETO OTeKa, CIIOHTHO3HOTO COCTOSTHMS ¥ THOEIN TKaHH
mo3ra nipu I/

*+ mpoucxoxnaeHue v 3HaueHue TA I u II Tunos ¢ mosuuuii co-
BPEMEHHBIX 3HAHU 0 PYHKIUAX aCTPOLIUTAPHON IJINH;

* JIOKAIM3alus MM B Pa3IMYHBIX CTPYKTYpaX Mo3ra U ee
POJIb B U3MEHEHUSIX ¥ TUOCIM HEMPOHOB M MaKPOTJIUH TIPU
[

* COOTHOIICHME MATOJOTHHU ITEYSHU U TOJIOBHOTO MO3Ta IIpH
T,

B nuteparype mocneaHux JeT MOSBUIMCH OTAEIbHBIE COOOIIE-
HUS O CITy4asix 3TOr0 3a00J71€BAHUS CO «CKPBITOM» MaTONIOTHUEH
MeyeHu, B KOTopbix auarHo3 IJIJ] moaTBepxKaeH MOJeKyJsip-
HO-TEHETMYECKUM METONOM U BhIsiBiIeHMeM npu MPT xapak-
TePHBIX M3MEHCHMH MO3ra IIPH OTCYTCTBUM KIMHUYECKHX,
J1abOPaTOPHBIX MM YJIBTPA3BYKOBBIX MPU3HAKOB MOPAXEHUS
nevyeHu [7]. Bce 3To cBUAETENBCTBYET O HEOOXOIUMOCTU U aK-
TYaJIbHOCTH JAJbHEHIITNX TaTOMOP(OIOrNYECKHIX HCCIIen0Ba-
Huit ipu TJIJI ¢ 0coObIM aKLIEHTOM Ha aHaIu3 Mopdosoruye-
CKUX M3MEHEHUI TOJIOBHOTO MO3Ta U IICUCHH.

Ieas viccrnenoBaHus: M3ydeHne MaToMoOpQOIOTUU U OTIpene-
JieHue Beyliux (akTopoB MaToreHe3a MopaxeHust TOJIOBHOTO
Moara nipu [T,

Marepuabl 1 METOJIbI

[TaTonoroanaToMu4YecKoe UCCieN0BaHUE ObLIO MPOU3BEAECHO Y
15 ymepiux 6onbHbIX IJIJ1, KoTOphie 00c1e10BANUCH B KIMHH-
ke HayuHoro ueHTtpa HeBposoruu. Bospact 00JbHBIX (8 MyX-
YWH U 7 XEHIIUH) 0BT 0T 14 10 35 J1eT; MpomoILKUTeTBHOCTD
oonesnu 2—14 net. KnuHuueckuii 1MarHo3 BO BCEX CIydasix
ObLT MOCTABJIEH HA OCHOBAaHUM Pa3BEPHYTOI HEBPOJOTMYECKO
KapTHHBI 00JIE3HU U XapAKTEPHBIX U151 Hee MPU3HAKOB MOpaXe-
Husg HHC, neyeHu, Haauuusi poroBUYHOro Koibla Kaiizep—
Orneitmepa ¥ TUIMAYHBIX HAPYIICHWI 00MeHa OEIKOB W MeIH,
ofpenessieMblXx OMOXUMUYECKU (TMIEPKYIPYpUs, TUIepaMu-
HOAIWAYPHUST, THITOKYIIPEMHSI, CHIDKEHUE YPOBHS LIepY/IOILIa3-
MUHA B CBIBOPOTKE KPOBH).

Kmnanueckue dopmsl IT1]1 ycTraHaBIMBAINCh COTJIACHO KJTac-

cucdukauuu H.B. KoHosanosa [2]:

* JpOXaTelbHO-puruaHas (n =7);

* 3KCTpalMpaMUIHO-KOPKOBas, WIM IMUPaAMUTHO-TeMUILIe-
ruyeckas (n =4);

* PUTHMAHO-apUTMOTUIIEPKMHETUYECKAS, MM paHHSIS (1 = 2);

* JpoxarebHas (n=1).

Kpowme toro, y 1 60bHOTO 14 JIeT AMAarHOCTMPOBaHA TOHEBPO-
nornyeckas craaus IJIJ] ¢ akTuBHOM (ha3oii TeueHuUs1 HUppo3a
IIEYCHU U PAa3BUTUEM OCTPOM IEYEHOYHOM HENOCTAaTOYHOCTH.
B GoabLIMHCTBE CyyaeB LUPPO3 MEUeHU Ha MPOTSKEHUM UTU -
TEeJBHOTO BPEMEHHM IIPOTeKal KIMHUYCCKH JIATEHTHO, W TPU
00c1e10BaHNY OOJIbHBIX OTMEYANOCH JUIIb YMEHbIIEHUE Pa3-
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MEpOB MeYeHU Ha (POHE YETKO BhIPAKEHHOM HEBPOJIOINYECKOM
KapTUHbI 3a00eBaHusl. CUMIITOMBI TTeYEHOYHOM HEI0CTaTOY-
HOCTH TIOSIBIISUTUCH B pa3HBIe CPOKM OT Havaya 3a00JieBaHMS
(B TOM 4nciie Ha 6—13-M romy 00J1€3HM), HEPEAKO COYETATNCH
C TIpU3HAKAMU TIOPTATbHOM TUIIEPTEH3NH. B 2 ciryuastx KITmHM-
YeCKMe NPU3HAKK HEIOCTATOYHOCTH TI€YeHU Pa3BUINCh OCTPO
TOCJie HAapyIIeHHS OWETHl W IPOTEKAIN B BUIE ITEUYCHOYHOIM
KOMBI.

[lpy matonoroaHaTOMMYECKOM WMCCIENOBAHUM YCTAaHOBJIEHO,
YTO HEMOCPEeCTBEHHON MPUYMHOM cMePTH Y 8 OONIbHBIX SIBU-
JIaCh XpOHMYecKas MeYeHOYHast HeIOCTaTOYHOCTb C OTYETIIH-
BBIMM CHIMIITOMAMU TIOPTAIbHOM TMIIEPTEH3UH (ACLIUT, TUIIEP-
TUTa3Ks CeIe3eHKU U pacIllMpeHre BeH MUILEeBOAA U XKeylKa C
MAacCHBHBIM KPOBOTEUCHIMEM M3 HUX), B | cllydae — MeYeHOU-
Hasi HeIOCTaTOYHOCTb BCIIEICTBHE OCTPOrO MAaCCUBHOTO HEKPO-
3a nevyeHu. HemocpencTBeHHOM TPUYMHOM CMEPTH OCTATBHBIX
6 GOJIbHBIX MOCTYXIIM Pa3TUYHble COCTOSHUS, BOHUKIINE HA
(hoHe XpOHMYECKOI TIEYCHOYHON HENOCTaTOYHOCTH: TsKesas
MTHEBMOHMSI U CepIeYHAs HEMOCTaTOYHOCTD (1 = 2), TpoMOO-
3MO0JIMsI BeTBEl JIerouHoil aptepuu (n = 1), pe3kasi KaxeKcus
(n=1), XpoBOM3IHSHUE B CTBOJ MO3Ta MOCJIE ONEePaluy KPUO-
cybranamakTomuu (n = 1). OgHa 60onbHast IOrM0JIa OT Cerncuca,
00YCJIOBJIEHHOTO THOMHBIM MEPUTOHUTOM, CBSI3AHHBIM C Jiala-
POIICHTE30M, IIPOBEACHHOM IT0 TIOBOJY aCIITA.

Bo Bcex ciydasx mpom3BOOWIOCH MaKpO- M MHUKPOCKOIIYE-
CKOE MCClIeIOBaHKE OPTaHOB, IIPH 3TOM 0c000¢ BHUMAHUE yie-
JISTIOCh M3YYCHUIO MOP(OIOTHUECKUX M3MEHEHUI TOJIOBHOTO
Mosra u nedeHu. [IpuMeHsIMCh OKpacky TeMATOKCHIIMHOM 1
303MHOM, 110 BaH [130oHy, Huccmo, GykcenmHoM Ha 31acTUKY
o Beiirepry, mMmpernaims cepedpom o CHecapeBy, OKpacKa
no TonbaMaHy uis BIsIBIeHMs Xupa, 1o [lepabcy Ha xeneso,
[OMK-peakuus Ha raukoreH. ITpoBoaMIOCh TMCTOXMMUYE-
CKO€ MCCIEIOBAHNE MEIH MOCe (hUKCALIMK CPE30B B pyOeaHo-
BOJIOPOIHO KUCIIOTE.

Ha BckpbITHM BO BeeX cTyvasix BbIsIBIeH XapakTepHblii st [JI]]
MAaKpO-MUKPOHOAYISPHBI IIMPPO3 TICUYCHU, XapaKTepU3YIo-
IIMIACS YMEHbIIEHHEM ee pa3MepoB M Macchl 10 900 1 (B HOpMe
1400—1600 r), rpyObIM NU3MEHEHUEM CTPYKTYPBI M YIIOTHEHU -
eM TKaHM. L{uppo3 codeTancs co cruieHOMeraaueil — OT yme-
PEHHOIA 10 pe3K0 BHIPAXEHHOI, KOT/Ia BEC CENIe3¢HKM JOCTUTA
1200 r m ©onee, MpeBbIIAs B 3TUX CIy4asx BeC pe3Ko aTpohud-
HOM MeYeHU ¢ HUPpo3oM. MUKpPOCKOITMYECKOE UCCIeNOBaHUE
TIeYEeHH TIO3BOJIMAIIO YCTAHOBUTH B OOJIBIIMHCTBE CIIYYaeB Pe3Ko
BBIPAXEHHBI LIMPPO3 MEYSHU C BOBJICUEHUEM B ITPOLIECC Beeid
TKaHu opraHa. [Ipy 3ToM 00HapyXMBAIKCh MPU3HAKK, XapaK-
TEePHBIC IJIs1 aKTMBHO IIPOTPECCUPYIOIIETO TIPOIIecca, KOTOPBIi
BbIpAXaJCs B MOSBICHUM MHOXECTBEHHBIX Pa3IMYHON BeJU-
YMHBI CBEXKHX 09aTOB HEKPO3a MeYeHOTHOM MapeHXUMEL. YcTa-
HOBJICHO, YTO Han0oJIee MOCTOSTHHBIMU U PACTIPOCTPaHEHHBIMU
M3MEHCHUSIMHE KJICTOK ITedeHu Tipy [J1/] IBISIoTCS UX XXIpoBas
ICTpodHs U BHYTPHUSICPHBIC BKIIOUEHHUS TIMKoreHa. Ha oc-
HOBAHUM THCTOXMMUIECKOTO UCCIIEIOBAHUS MeIu Tocyie (huK-
Calliy CPe30B B PyOEaHOBOMOPOTHOI KHCIOTE YCTAHOBICHO,
YTO IPaHyJIbl 3TOTO MeTaJslia, BbISIBJSIEMbIE B FeMaToOLMTaX, KaK
MPaBUIIO, HAXOJSTCSI B KOMILIEKCE C InmodyciiMHoM [§].

Pe3ynbraTnt

IMpn MaKpOCKOIMMYECKOM WCCIIENOBAHUU TOJIOBHOTO MO3Ta
HauOoJiee TSKesble M3MEHEHUS BhISBIEHBI B 0a3albHBIX SApax
B BHJIE CTIOHTHO3HOTO COCTOSTHIS, Y€TKO BBRIPasKEHHOTO B CKOP-
JIyTie ¥ OTpajie, B MEHbILelH CTereH — B OJIGAHOM IIape U XBO-
craroM saape. [1pr 5ToM oT™MeUaIoCch YMEHBIIICHHE X Pa3MepOB



OPUMVHANBHBIE CTATBY. ®yHnamenTanbHas Hesponorus

Puc. 1. Ovaru gecTpykuuu TKaHH Mo3ra ¢ opMHPOBAHHEM TOJNOCTeEi
B CKOPJIyIe 000HX NOJIyIIapHii rooBHOro Mosra npu IJII.

A — KHCTO3HBIE TIOJIOCTH B CKOPJIYIIE JIEBOTO TIOyIIapust; B — Ku-
CTO3HbIE MOJIOCTH B CKOPJIYIIe MPaBoro nojymapus. Makpodoto ro-
JIOBHOTO MO3ra Ha ypOBHE 0OBbEIMHEHNUS Oa3aTbHbIX SIIep

Fig. 1. Foci of brain tissue destruction with the formation of cavities in the
putamen of both cerebral hemispheres in HLD.

A — cystic cavities in the putamen of the left hemisphere; B — cystic
cavities in the putamen of the right hemisphere. Image of the brain at
the level of the basal nuclei joining together

¢ obeux cTopoH, OypoBaTasi OKpacka M Hajiuyue B 3TUX 00-
pa3oBaHUSIX TYOUaTOil CTPYKTYphl TKAHU MO3ra. B HEKOTOPBIX
HaOJIOICHISIX B JIATePATBHBIX OTIEIAX CKOPIYIIE 000MX IIOJY-
1Iapuii Mo3ra 0OHapyKeHbI KPYIHbIe ¢(hOpMUPOBAHHBIE OYaru
pacrnanga TKaHu ¢ 00pa3oBaHMeM noJjocteii (puc. 1, A, B).

Hapsny ¢ mopaxeHuem 0a3albHBIX siiep MHOTA BBISBJISUTUCDH
0Yaru MUKPOKUCTO3HBIX N3MEHEHMI B O€JIOM BEIECTBE TTOJTY-
mapuii 6osbioro Mosra. Ilpu oTCyTCTBUM MaKpOCKOMMYECKH
BUIMMBIX OYAroBbIX M3MEHEHUH HMMETUCh MOJHOKPOBHUE CO-
CYZIOB MO3Ta M OTEK MSATKMX MO3TOBBIX 000JI0Y€K B COUETAHUU
CO 3HAYMTEJILHOM CTENEeHbIO BHYTPEeHHEN ruaponedanuu, 4ro
SIBJISIETCS OTpaKeHUeM YMeHbIIeHHsI Macchl Mo3ra ripu [JI/1.

[Tpy MMKpPOCKOITMYECKOM MCCIICHOBAHMUY BBISIBIICHO TOpaXe-
HUE pa3MyYHbIX 00JacTelt MO3ra, 3aKirovaromieecs B orpene-
JIEHHBIX UBMEHEHUSIX COCYIOB, HEMPOHOB U MAKPOIJIMU, CBOIA-
ctBeHHBIX [JI/]. OHM HocUIM HanboIee TSKeTbIi, TPOTPECcCH-
PYIOLIMIA ¥ paclIpOCTpaHEHHBIN XapaKTep B HAPYXKHBIX OTAENAX
CKOPJIYITBI YeUEBUIICOOPA3HOTO SIpa, XBOCTATOM SIIPE, HApyXK-
HOM WIeHHKe OJIeTHOTO IlIapa, a TakXe 3y04aToM SApe MO3Ke-
Ka, TIyOOKUX CIOSIX KOPbl M MOAKOPKOBOTO OEI0ro BellecTBa
nosymapuii 6onpinoro mosra. Ilpu 3ToM B Tanamyce, sapax
TUTIOTATAMUYECKOM obmacTi v 6a3albHON YyacTh MOCTa MO3ra
TakXe OBUIM BBISBICHBI MM(Qy3HBIE M3MEHEHUSI HEHPOHOB
Y MaKpOTJIMH, MEPUBACKYJISIPHBIN 1 IEPULIEITIONSIPHBIN OTEK.

W3MeHeHMs B COCYIUCTOlM CHCTEMe MO3ra 3aXBaTbIBAJIU IIpe-
MMYIIECTBEHHO MEJIKVE apTeprH U BEHBI, COCYABI MUKPOIIHP-
KyJIATOPHOTO pycia (apTepuoJibl, BEHYNIbl M KamWLIsAphl). OHI
OBLTM TIpEJCTABICHEl B BUIE IUIA3MaTHYECKOTO IPOIHUTHIBA-
HUSI, TMaTMHO3a 1 (HUOpPO3a CTEHOK apTepuil U BeH, CTa3aMu
B Kamuigpax M BeHyJIaxX, TUCTOHMYECKUM COCTOSIHUEM CO-
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Maromopdonorua Mosra npu 6oneatin BunbcoHa—KoHosanosa

C D

Puc. 2. Vi3meHenus cocyzos, nepnsacxymipﬂuﬁ 3HIe(ATOTU3HC U CTIOH-
ruoopmubie u3MeHenus B ckopayne npu IJII.

A — [CTOHMYECKOE COCTOSIHUE apTepuu, MMEIOIel pe3Ko UCTOH-
YEHHYI0 CTEHKY C Pa3BUTHEM MeperuboB M CeNnTaJbHOTO CTEHO3a;
oKpacka 1o BaH [u3ony, x40;

B — nponudepanus kKanuuisipoB BOIM3M ovara rubesii TKaH! MO3ra;
umnperHauus no CHecapeny, x200;

C — ouar mepuBacKyJsIpHOTO 3HIedanon3uca Ha GoHe CTIOHTHO-
(hOpMHBIX M3MEHEHUI TKAaHW MO3Ta M OTJIOXKEHHUS Xene3a (CTpesKiu)
c%%n MMEMHOBBIX BOJIOKOH M B acTpoLuTax; okpacka no [lepibcy,
<400

bl
D — cnonrnodopMHas CTpyKTypa TKaH! Mo3ra co cOpMHUPOBAHHOK
MUKPOTOJIOCTbIO ¥ aKCOHAIBHBIMU CepouaaMu (CTPeJKH); OKpacka
reMaTOKCUIIMHOM 1 503UHOM, X400

Fig. 2. Vascular changes, Iferivascular encephalolysis, and spongiform
changes in the putamen in HLD.

A — dystonic condition of an artery with a severely thinned wall,
flexures, and septal stenosis, Van Gieson’s stain, x40;

B — capillary proliferation near the foci of brain tissue death, Snesarev
staining, x200;

C — focus of perivascular encephalolysis on the background of
spongiform brain_tissue changes and iron deposits (arrows) among
myelin fibers and in astrocytes, Perls staining, x400;

D — the spongiform structure of brain tissue with a formed microcavity
and axonal spheroids (arrows), hematoxylin and eosin stain, x400

cynoB (puc. 2, A). Habmonanach aToHUSI KaWJUIIPHON ceTH
1 MEJIKMX BeH, a Takke HaOyXaHUe SHIOTEIMS KalMUIIPOB U
MpeKanuuIsIpoB, KOTOPOE MOXET MEXaHWYEeCKU 3aTPYIHSTh
KpoBOTOK. OTpaxxeHHEeM IIPOTPecCHPYIOIIei TUTIOKCHH MO3Ta
SIBJISTIOCh 00pa30BaHKEe KOHBOJIOTOB, Mpoaudeparys Kammi-
JIIpOB BOJIM3M 0YaroB I'MOeTM TKAHW MO3Ta M Ha OTHAJICHWU
(puc. 2, B). beun HaiineHBl MPU3HAKKM TIEPEHECEHHBIX SITH-
30/I0B TSDKEJIOTO HapyNIEHMsT TPOHUIIAEMOCTH COCYIOB C pa3-
BUTHEM IIEPUBACKYISIPHOTO OTeKa U (POPMHPOBAHUEM OUYArOB
nepuBacKy/IsspHoro sHiedanonusuca (puc. 2, B). CnusHue
MEJIKMX OYaKKOB TMOEIN TKAHW MO3Ta B Pa3IMIHBIX CTATUIX
Pa3BUTHUS IPUBOIIIO K (DOPMUPOBAHMIO 00JIee KPYITHBIX OYa-
TOB, HEPEIKO C TTOJOCTSIMH, BUIVUMBIMU YK€ MaKpOCKOITIUE-
CKHM, KaK B HapyXXHBIX OTIeIaX CKOp/ymnbl. B 6a3anbHbIX sapax
4YacTo OOHApYXMBAIKMCh MEPUBACKY/ISIPHO PACIIOIOXEHHbIE
Makpoary ¢ 6eJKOBBIM CyOCTpaTOM B IIUTOIUIA3ME, a TaKXe
reMocunaepocdaru, I’IMOLUTH U MUETMHOBBIE 000JI0UKH C XKe-
JIe30CoepXKAIIIM ITPOTYKTOM, YTO CBUIETEIBCTBYET O IIEPeHE-
CEHHBIX MHUKporeMopparusx (cM. puc. 2, C). Ocoboe BHUMA-
HUe 00paTHiIA Ha ceOs CIIOHTHO(MOPMHEIC M3MEHEHUS TKAHU
Mo3ra, Hanbosee BhIpakKeHHBIC B OJIEIHOM Iape M CKOPJIyIIe
(puc. 2, D), Ho 0OHapyXeHHbIE TAKKe B 0€JIOM BEILIECTBE MONY-
IIapuii OOJTBIIOTO MO3Ta ¥ MOCTY MO3Ta.

CroHrno(opMHbIE M3MEHEHMSI XapaKTePU30BATUCH IMEPCH-
CTUPYIOLIMM OTEKOM TKAHM MO3ra ¢ (hOpMHUPOBAHUEM €r0 Ba-
KYOJIM3UPOBAHHON U MUKDPOKUCTO3HOM CTPYKTYPhI, OYaroBOi
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Puc 3. izmenenus I'A I u 11 Tuna u HeiipoHos 6a3asbHbix snep npu T,
— TA 1l tnna («rosbie» Apa) B XBOCTATOM SIPE, XPOMATONU3

CMOpH_II/IBaHI/Ie HEUPOHOB;

B — I'A I tuna (2 «ronbix» siapa) B CKOpIYIe, TSKeJble U3MEHEHUS

HEMPOHOB — XPOMATOJIN3 M BaKyOJNM3alMs IIMTOIIA3Mbl, THIIEPXPO-

MaTo03 ¥ CMOPIIMBAHWE SIIPa;

C — TA Il Tvna (3 KpyMHBIX «TOJIBIX» SIIPa OBAJIbHOM (POpMBI) BOIU3U

KPYITHOTO HelpoHa ¢ M3MEHEHUSIMHU, XapaKTePHBIMU [Tl aKCOHANb-

HOU peakuuu F epBI/I‘IHOC pasz[paxeﬂne Huccns, perporpanHoe u3-

MEHEHUe HelipoHa);

D — 3 «rosbix» KpYIMHBIX SApa HEMPaBUIbHON (TIPUYYITMBOI) Gop-

MBI; OKOJIO OTHOTO U3 HUX — CKOTUTEHHUST 3ePEH MeMH (CTPeNKa);

E —TAITumac OT'{eTJII/IBLIMI/I KOHTypaMI/I LIUTOIIa3Mbl U KPYITHBIM

SIPOM, OOTaTBIM XPOMATUHOM CTFBJIKa

F — xnerka Onansckoro (popma I'A I Tuna) — xpynHas kietka ¢ Ma-

JIEHbKMM CMOPIIEHHBIM SIIPOM, CMEILIEHHBIM Ha MIEpUGEPUI0 KIETKH;

PSIIOM aCTPOIMTHI ¢ 3e€pHAMU MEIM B LIUTOTLIA3Me (CTPENKH).

A—C — okpacka o Huccimio, x1000; D—F — okpacka mo Huccito mo-

cne ukcanuu B pydeaHoBogopoaHo# Kucnote, x 1000

Fl%—liD Alzheimer types I and II glial changes and the basal nuclei neurons

A — Alzheimer type II glia ﬁ;naked’ nuclei) in the caudate nucleus,
chromatolysis, and neuronal shrinkage;
B — Alzheimer type II glia (‘naked’ nuclei) in the putamen, severe
neuronal changes with chromatolysis and cytoplasmic vacuolation,
hyperchromatosis and nuclear shrinkage
C — Alzheimer type II glia (3 large “naked’ oval nuclei) near a large
neuron with changes typical of an axonal reaction (primary irritation
according to Nissl, retrograde neuronal changes);
D — 3 large, irrcgularly shaped ‘naked’ nuclei; copper granule clusters
%arrow? near one of them; )
zhelmertﬁpe [ glia with distinct cytoplasmic contours and a large

nucleus rich in chromatin (arrow);
F — Opalski cell (an Alzheimer ty tdpe I glial cell) — a large cell with a
small, shriveled nucleus displaced to the perlphery, astrocytes with
copper granules in the cytoplasm (arrows) are located nearby.

—dC I(T)\(J)lgsl stain, x1000; D—F — Nissl stain after fixation in rubeanic
acid, x

TECTPYKIIEH MMEIMHA ¢ TIOIIONICHIEM IIPOIYKTOB €ro pac-
naja qunodaramMmu, HabyxaHueM M pparMeHTaIeil OTIeIbHbIX
aKCOHOB ¢ (HhOPMUpPOBAHMEM AaKCOHANBHBIX C(HEporIoB (cM.
puc. 2, D). Haubonee Tsxenbie CiOHIMOGOPMHbIC U3MEHEHMS
00HapyXM1BAIOTCS BOJIM3M 0YaroB TIEPUBACKYISIPHOTO dHIIE(a-
JIOJIM3UCA, YTO YKA3BIBAET Ha BEAYILYIO POJIb HAPYILIEHUIA COCY-
JMCTOM MTPOHMIIAEMOCTH B PA3BUTHH 3TOTO (PeHOMEHA.

Hapsny ¢ cocynuctbiMi MU3BMEHEHUSIMU OOHAPYXEHBI pacrpo-
CTpaHEHHbIE [IETCHEPATUBHBIE W3MEHEHUS aCTPOLUTApHOMN
IJTMM ¥ HelipoHoB. Hanbosee mocTostHHOM (OpMOIi MaTONOrUu
6bL10 nosiBnenue IA 11 Tuna. B Takux rmmouutax mpakTHYECKU
MIOJIHOCTBIO OTCYTCTBOBAJA LIMTOILIA3MA, U OHU OTIPEETSIIUChH
B BUJIE TaK Ha3bIBAEMBbIX TOJIBIX SAEP — KPYITHBIX OKPYTJIBIX SLAEP
C TIONYEPKHYTOH siepHO MEMOPAHOI ¥ HU3KUM COAEPXKAHU-
€M XpOMaTHHA WU PACTIOOXEHNEM ero B Buie 1—2 KpymHbIX
rbiook (puc. 3, A—C). Kpome Toro, BcTpevyasuch «rojibie»
siIpa HeMpaBWIbHOM (TIPUIymLINBOi) dhopMbl (cM. puc. 3, D).
Kax npasuiio, «rosble» sipa pacnonaraiuch BOIU3KM KPYTHBIX
HEWPOHOB C TSXETBIMU AUCTPOPUUECKUMU M3MEHEHUSIMU
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(cm. puc. 3, A—C). OkoJ10 HUX MHOT/IA BBISIBIISUIACH 3¢pHA MEIN
(cM. puc. 3, D). B otimuume ot A 11 Tuna B Bume «roibix» siep,
I'A I Tuna BcTpevanach 3HAUYUTENIBHO pexe. Takas rus Oblia
NpeICTaBIeHa KPYITHBIMUA aCTPOLIMTAMHU C OTYETJIMBBIMU KOH-
TypaMy IIUTOTLIA3Mbl ¥ OONBIIMMHU SApaMu, OOTaTBIMU XPO-
MaTUHOM, WM (opMoii OmanbcKoro, KOTopast OTINYaeTCsl OT
Kiaccudeckoro | TuIa Maoit BeJIMIMHON WM CMOPIITMBAaHUEM
sapa (puc. 3, E, F).

Haubonee xapakrepHast nokanuzauus A I Tuna — oTmenst
MO3ra, B KOTOPBIX UMEIUCH BHIPaXXeHHbIEC HAPYIIEHUS COCYIU-
CTOM TIPOHUIIAEMOCTH M pa3peskKeHUs TKAHM MO3Ta C Pa3BUTH-
€M CIIOHTMO(OPMHBIX U3MEHEHUH (HapyXHBIC OTHENIBI CKOP-
JIYIIbl YEYEBUIIEOOPA3HOTO SIpa, XBOCTATOE SIAPO, HAPYXKHBIN
YJIeHUK OJIETHOTO Iapa, Kopa 1 6ejIoe BEIeCTBO ITOMyLIapuit
0osbiioro Mo3ra. C MeHbIIIEH 4acTOTOM OHa BBISIBISUIACH U B
JPYTHX CEePhIX 00pPa30BaHMAX MO3Ta: 3y0UATHIX SIpax MO3XKeU-
Ka, Tajamyce, 6a3anbHOI yacT MocTa Mo3ra. CremyeT Takxe
OTMeTUTb, uyTo I'A I TIa He BHISIBISLIACH B yyacTKaX rTybOKOro
pacraza TKaHH, TIe OHa, IO-BUIUMOMY, ToxXe moruoana. [1po-
1ecc ee TOeu COMpOBOXIAIC KIa3MaToOAeHPO30M C pacra-
JIOM OTPOCTKOB acTpoIUTOB. Yo Kacaetcst KieTok Onanibckoro
u A I tuna, To OHM B HEOOJBIIOM KOJIMUECTBE BHISIBISIUCH B
0a3aJIbHBIX AAPaX, IIe OBITI0 MHOTO «TOJIBIX» SIIep. DTO MOIHO-
CTBIO COOTBETCTBYET pe3yiIbTaTaM MCCICAOBAHWIA IPYTHX aB-
TOPOB, KOTOPbIE MMOKa3aiu 00jee PeAKYIO YaCTOTY BbISIBJIEHUS
I'A I tumma mmo cpaBHenuto ¢ TA Il Tuma [2, 13].

Haubonee Tspkenvie aucTpoduyeckue (IereHepaTUBHBIE) W3-
MEHEHUsI KPYIHBIX ¥ MEJKUX HEPOHOB, TPUBOMASILIKME K X
rubesu, ObLTM OOHAPYXEHBI B CKOPIIYIIE M OTpajie, B MEHbIIEH
CTeTieH! — B OJIETHOM 1IIape ¥ XBOCTATOM siIpe, 3y0uaToM sipe
MO3XEUKa, B Psijie Y4aCTKOB KOPbI TOJTyIIapUid OOJIBILIOTO MO3-
ra ¥ 3pUTEIbHBIX Oyrpax. DTO cornacyercs ¢ TaHHBIMU APYTHX
ABTOPOB, BBISIBUBLIMX MAKCUMAJIbHO BHIPAXEHHBIE U3MEHEHUS
1 THOEb HEPOHOB CKOPJIYIBI TIPY MATOJIOT0AHATOMUYECKOM
nccnenosanuu ciaydaes ¢ [J11 [2, 3, 13, 17]. U3meHeHuns Heii-
POHOB HOCWJIM, KaK MPaBuio, TUGdy3HbIil XapakTep 1 3aKI0-
YaJICh B XPOMATONM3E PA3NTMYHON CTETIEHW BBHIPAXEHHOCTH,
«XpOHMYECKOM 3a0ojieBaHMU» Huccst, conpoBoxmaBLIeMCs
YMEHBIIEHUEM 00beMa, TUIIePXPOMATO30M M CMOPIIUBAHUEM
S7Ipa ¥ UTOTLIA3Mbl KJIETKH, TIPUOOPETAIONIEH YIIOBaThIE KOH-
Typhl (cM. puc. 3, A, B). Pexe Habmonanoch «Tsokenoe 3a60-
neBanue» Huccus u oreunsle M3MeHeHus1 HelipoHoB. [lepBoe
XapaKTepU30BAIOCh PACIUIABICHUEM LMTOMJIa3Mbl HEHpPOHa,
YTO TIPUBOAMIIO K Pa3MBITOCTH €r0 KOHTYPOB M 00Pa30BAHUIO
HEOKpaIlIeHHBIX YYaCTKOB, HEPEAKO B BUJIE BAKYOJEH, a Takxke
M3MEHEHMSIMU €TO sIpa, KOTOPOE YMEHBIIANIOCh B pa3Mepax 1
CTaHOBUJIOCH HECKOJIBKO YTJIOBATHIM W PE3KO THUMEPXPOMHBIM,
C Hepa3IMUMMBbIM SAPBIIKOM (cM. puc. 3, B). Oteunsbie (ruapo-
MYECKNe) U3MEHEHWSI HEWPOHOB BBHIPAXANCH B YBEMTMUCHUN
00beMa U OKPYIIIEHUH KJIETOYHOTO Tela, XpOMATONU3e C MO-
SIBJIEHUEM BOKDYT SiIpa HEOOJBIIMX yIACTKOB PACTIIABICHMS
LUTOTIIA3Mbl ¥ OTAEIbHBIX BAKYOJIEl, KOTOPBIE, CIUBASICh, 00-
Pa30BbIBAIY CBETIIbIN 00010K. [1py 3TOM S1pO OOBIYHO BHITJIS -
JIEJI0 HECKOJIbKO HAOYXIITM.

OnHoit 13 hopM MaToI0ruu HeHpoHOB, XapakTepHbIx 1st TJIJ]
1 00HapY:KeHHBIX HAMU, SIBIISIETCS HAKOIUIEHHE B MX IIUTOILIA3-
Me JUIO(YCIMHA, YTO IMPUBOAUT K JIUTIOIMIMEHTHOM AUCTPO-
(um u trbem Knetok. HakomneHue mumnodyciHa B KIIETKaX,
B YaCTHOCTHU TPU HeiponereHepaTUBHBIX 3a001€BaHUAX U TIPU
CTapeHUH, CBSA3HIBAIOT CO CHIDKCHHMEM YPOBHSI OKHCIUTEIIh-
HO-BOCCTAaHOBUTENIbHBIX TporieccoB [18, 19], xoTopoe, mo-
BUIMMOMY, SIBJISIETCSI 3HAUMMBIM (haKTOPOM B IaTOreHe3e rmopa-
xeHus Heiiponos u pu [J1J1. Ente onHoii ¢hopMoii matoorun
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Puc. 4. Menp B cocynax 6azambubix saep u [A 1T tuma npu ITII.
A — MelIb B IUTOILIa3Me SHIOTEIMATBbHBIX KJIETOK KanuuIsipa U B OT-
Eocmax ACTPOLIMTOB (CTPEJKH);

— TpaHybl MeIy B LiTorIa3Me u otpoctkax I'A I Tuna u B cTeHKe
PSIOM PACIIONOXKEHHOTO KaMuLisipa (CTPENKK);
C — rpaHy/bl MeIy B LUTOILIA3Me MEPULIUTA aABEHTULIMM BEHYJIbI

%Tpem(a);

— TPpaHyJIbl MeM B LIMTOILIa3Me U otpocTkax [A 11 tuma, npencras-
JICHHOM KPYITHBIM «IOJIbIM» SAPOM IIPUUYIJIMBOI (DOPMBI (CTpEKa).
Oxkpacka 1o Huccmo nocite ¢ukcaim B pyoeaHOBOIOPOIHON KHC-
sote, x1000

EiD 4. Copper in the basal nuclei vessels and Alzheimer type II glia in

A — copper in the cytoplasm of endothelial capillary cells and in
astrocytic processes (arrows);
B — copper granules in the cytoplasm and processes of an Alzheimer
C\:/pc II glial cell and in the wall of a nearby capillary (arrows);

— copper granules in the cytoplasmof an adventitial pericyte of
a venule (arrow);
D — copper granules in the cytoplasm and processes of an Alzheimer
Eype Il)glial cell, represented by a large, oddly shaped ‘naked’ nucleus
arrow).
Nissl stain after fixation in rubeanic acid, x1000

HelipoHa mipu 'L, BbIsIBIEHHO! B Oa3albHBIX SIAPaxX U sApax
CTBOJIAa MO3Ta, SIBUJIACh aKCOHAJbHAsS pPeakiys (IIepBUYHOE
pazapaxenue Huccas, petporpaqHoe M3MeHEHHE HEHpoOHa).
JI1st Hee XapaKTepHBI LIEHTPAJbHBI XpOMATONU3, CMEIICHIE
K Kpalo LIUTOILIA3MBI 41pa, KOTOPOE CTAHOBUTCS NMOAYEPKHYTO
OKPYTJIBIM, CBETIIBIM (cM. puc. 3, C). 3BeCTHO, YTO aKCOHAIb-
Hag peakuus HEHPOHOB HAOJIOJAeTCA MPU IaTOJOTMYECKUX
COCTOSIHUSIX, KOTOPBIE COMPOBOXKAAIOTCS MOBPEXICHUSIMU aK-
COHOB, BKJIIOYAsI WX IIepephIB. B MpoBeneHHOM HCCIeIOBaHUI
nepBUYHOe pasapaxkeHue Huccns oOHapy:XuBaloCh UMEHHO B
TEeX y4acTKaX Mo3ra, rjae UMeIMCh U3MEHEHHUsT aKCOHOB HEpB-
HBIX BOJIOKOH € UX MEpephIBOM U (HOPMUPOBAHMEM aKCOHAJb-
HBIX CEPOUIOB.

ITockonbKy B ocHoBe matoreHe3a [JIJ] nexar HapyuieHust 00-
MeHa Me[I, OJHOM M3 BaXHBIX 3a1a4 MOP(OIOTNIeCKOro mc-
cieqoBaHus Mo3ra yMepiux 00JbHbIX ¢ [JI/] siBunock ycraHoB-
JICHUE JIOKATM3all MEIU B Pa3UYHBIX AJIEMCHTaX HEPBHOMI
cucteMbl. C TIOMOIIBIO peakiuy ¢ PyOeaHOBOTOPOIHON KHUC-
JIOTOI BBISIBJICHO, uTO 1pu [JIJI MeIb OTKIIAmbIBACTCS B SHIO-
TEeTMOLIUTAX COCYIOB Pa3TMIHBIX 00JIacTell MO3Ta, B OCHOBHOM
MEJIKMX, 4aCTO MePUKAMMIUISIPHO, a TAKXKE B aCTPOLIMTAX AJIbI-
reiimepa 1l tTuma u HeiipoHax. bonbie Bcero Meay BBHISBIIA-
JIOCh B XBOCTaTOM SIIPE M CKOPJIYIIE, 3HAUYUTEIbHO MEHbIIIE —
B OJISTHOM IIape U 3pUTEeIbHOM Oyrpe, UTO MOATBEpPXKIaeT pa-
Hee MoJTyYeHHbIe TaHHbIe [9].
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Menp BBISBIAIACH B BUAE MHOXECTBEHHBIX WM €IMHMYHBIX
CKOIUIEHUIA YepHO-3€IEHBIX WJIM YePHO-CUHMX TPaHYJI pa3Me-
pom 2—5 MkM. OHa ompene/siiach B IUTOINIA3Me SHIOTEIH-
AJIbHBIX KJIETOK KAMJLISIPOB, SHAOTEIMN ¥ afBEHTULIUATIbHBIX
2JIEMEHTAX MEJIKMX apTepuil U BeH, B OOJIBIIOM KOJMIECTBE B
rmonutax Ansireiimepa 11 tuma (puc. 4). I'paHysbr Menu 3aHK-
MaJIi MHOT/IA IIETMKOM TeJIo KJICTKU VI KaK Obl HHKPYCTUPO-
BAJIM OTPOCTKHU, KOTOPbIE CTAHOBUIICH OTYETIMBO BUIMMBIMU
(cM. puc. 4, A, D). B 0oabIIMHCTBE C1y4aeB 3TU ITHOLIMTHI WK
HETIOCPEICTBEHHO MPUIIEKAIN K KAIMJIIAPaM, WJIH pacroiara-
JIICh HEelaNeKo oT cocyna (cM. puc. 4, A, B).

[Momy4yeHHbIe JaHHBIE TIO3BOJISIOT TPEANONIOXUTE, YTO MENb
MPOHMKAET U3 TOKA KPOBU CHayasa B SHAOTETUATbHBIE KIETKH,
a 3areM B acTpouuThl. C Apyroii CTOPOHbL, NPUCYTCTBUE MENU
B M3MEHEHHBIX ACTPOLUTAX U OTCYTCTBUE €€ B HOPMAIBHBIX
MaKpOTJIMATbHBIX IEMEHTAX JAI0T OCHOBAHUE TPENOJararh,
YTO HATMYUE MEAU SIBISIETCS] OMHOM U3 MPUYMH TpaHchopma-
UK HOpMaJTbHbIX acTpouToB B [A Il Tuma. O1o moaTBepxmaeT
nonoxenue H.B. KoHoBajoBa, uTo «anbLreiiMepoBCcKasi» TIIUs
Pa3BMBAETCS U3 MAKPOTINH, a HE SIBISIETCS] BPOXKICHHOM Jere-
HepaTuBHOI (opMOii.

O0cyxneHue

B pabotax mocneqHNX JIeT, OCHOBAHHBIX Ha KIIMHUKO-MOP(O-
JIOTUYECKUX COIOCTABIECHUSX, KaK U B UCCIEIOBAHHBIX HAMU
CEKIMOHHBIX ciydasx [JII, TOMHOCTBIO MONTBEPKACHE MOP-
(omormaeckue (eHOMEHHI, XapaKTepHBIC UL 3TOTO 3a0oJIe-
BaHMS ¥ OTpaxaroliye MposiBIeHUS KaK aHTMOTOKCUYECKOTo,
TaKk M LUTOTOKCMYECKOro ero kommoHeHtos [3, 10, 11, 13].
Bo Bcex cmyyasix OblmM 0OHApYKEHBI U3MEHEHMSI COCYI0B MO3-
ra ¢ HapylieHHeM HX NPOHWIIAEMOCTH, NPOHMKHOBEHUEM B
TKaHb M0O3ra 00TraToif 6eJKOM XMIKOCTU M Pa3BUTHEM OYaroB
MepUBACKY/ISIPHOTO 3HIEdaToIM3Kca, a TAKKE XapaKTepHOTO
1t TJIJI CIIOHTMO3HOTO COCTOSIHMS M 0YaroB HEKpo3a TKaHU
Mo3ra ¢ POpMUPOBaHUEM KUCT. DTU U3MEHEHHUs, 00YCIOBJIEH-
HbIe TUTIOKCHEH TKaHM MO3ra, OOHAPYXKUBAINCH B 0a3aIbHBIX
siIpax, 3y04aThix siApax MO3Xeuka, Kope U 0eloM BellecTBE
TOJTYIIApHiA OOJIBIIOTO MO3Ta, TATaMyce W TMIIOTalaMUIeCKOA
00J1acTH, a TaKXe B MOCTY Mo3ra. TakuM 00pa3oM, MaToIOTH-
YEeCKMUI MPOILIECC SBJSETCS BeChMa pacIipOCTPaHEHHBIM, Ha YTO
HeoqHoKpaTHO yka3bisas H.B. KoHoBasnos.

ITpoBeneHHOE MccnenoBaHKE MOKA3aj10, YTO Hauboiee Xapak-
TePHBIM 1 SIPKUM ITPOSIBICHAEM IIUTOTOKCHUYESCKHUX M3MEHEHU T
B Moare nipu [JI1, Hapsay ¢ AucTpouyecKuMu U3MEHEHUSIMU
1 THOENTbI0 HEMPOHOB, SIBASETCS IOSBICHHE TATOTOTMIECKUX
dopm makporiauu B Buze TA I u Il tuma. ITosiBnenue, a 3atem
TU0eNb 3TUX TAaTOJOTMIECKUX (POPM TJIMU OOYCIOBIEHBI MH-
TOKCUKAIIMOHHBIM IIPOIIECCOM PAa3IMIHOM 3tHonoruu. Erme
Kinaccukamu Heiipomopdosoruu (Ilnunbmeitepom, Kpeitu-
demparoM, SIkodom, JleBm, Hopmanom u mp.) ambrreiime-
POBCKME M3MEHEHMs TJIUM ObLIM OIMUCAHBI NP TSKENbIX
OCTPBIX M MOAOCTPBIX MHPeKuuax u uHtokcukanusx [HHC.
B Hacrosmiee BpeMst TBepIo yCTaHOBJIEHO, 4TO A, XapakTep-
Hast aag IJII, BcTpedaeTcsl mpu psiie dHUedanonaTuii, Bo3-
HUKAIOIINX BCICACTBYE TIEYeHOTHOM HEIOCTaTOYHOCTH (TTede-
HOYHBIE 3HIIeGhATONaTHH), TATOTeHe3 KOTOPhIX, B OTJIMYKME OT
oone3nn Bunbcona—KoHOBanoBa, He CBSI3aH ¢ HApYIICHHEM
obmeHna meau [20]. DTOT CUHAPOM MOXET pa3BUBATLCS IMPU
HIMPOKOM Kpyre 3a0ojieBaHWiA MeYeHU, HO HamboJjee 4acTo
IIpY aJIKOTOJBHOM Luppo3e. A. Arendt [18] m1a obo3HaueHUS
HaOJTIOAIOIIMXCS TIPY PAa3IMYHBIX 3a00JI€BAHUSAX MEYEHU T1a-
TOJIOTHIECKUX (DOPM aCTPOLUTOB IIPEIIOXII TEPMUH «ITeUe-
HOYHAS [JIHSI».
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B Hacrosmiee BpeMst OCHOBHASI POJTb B ITATOTeHe3€e MeYeHOYHOM
SHIIe(ATONATHH OTBOOUTCS TOKCHUYECKOMY BIMSHUIO aMMO-
HUS, B MeTabOIU3Me KOTOPOrO MPUHUMAET yIacTHe aCTPOIIMT.
ITpu >TOM HayajbHas TWIEPTPO(QUS aCTPOITIMU OTpaxkaeT ee
BBICOKYIO METa0OMMUYECKYI0 aKTHBHOCTb, BO3MOXHO, CBSI3aH-
HYI0 C JETOKCHKAIWel aMMOHMSA. DTO CBS3aHO C HaJMUYMEM
MPEUMYIIECTBEHHO B aCTPOIMTAX ITyTAMMHCHHTETa3hl — OC-
HOBHOTO (hepMEHTa, YYacTBYIOLIETO B NETOKCHKALMK OTMe-
YeHHOTro BemecTBa. OMHAKO, BO3MOXKHO M3-3a SHEPTeTHIECKOI
HEeIOCTaTOYHOCTH, PAa3BUBAIOTCS JeTeHEPATUBHBIC U3MEHEHUS
IJIMAJIBHBIX 3JIEMEHTOB, YTO MOXET IPUBOINUTH K Pa3BUTHIO
sHuedanonatuu. Bmecte ¢ tem R. Waggoner u coabt. [21],
Victor M. 1 coaBT. [22] OTMETHIIM CXOACTBO U3MEHEHUI MpU
MIpHOOPETCHHOI TemaTolepeOpanbHOil JeTeHepaui, B TOM
yuciae Hammuue TA I u 11 tuna, ¢ 6one3Hbio Buibscona—KoHo-
BaJIOBA. DTO MO3BOJIMIIO MM TIPEIIIONOXUTh, YTO MOP(HOTIOTH-
yeckue u3MeHeHus1 B Moare npu [JI/] B 3HaunTeIbHOM CTeNeH!
SIBJISTIOTCS BTOPMYHBIMY ITO OTHOIIEHUIO K IIATOJIOTUH TIEYEHH, a
He CJTyXaT pe3y/IbTaTOM IIPSIMOTO TOKCHMIECKOTO BIUSTHUS MEIH
Ha HHC. Cnenyer oTMeTUTb, YTO B HACTOSIIIIEE BPEMSI MUMEHHO
aCTPOILIUTAM OTBOIMTCS OCHOBHASI pOJIb B TOMIECPKAHUH BCEX
acIIeKTOB I'OMeOCcTa3a HepBHOI cucTeMbl. bonee Toro, moa-
YepKUBAETCSA, UTO HEMPOITIHS MPEeICTABISCT COOOM 3alTUTHYIO
CHCTEMYy MO3Ta, U B Pe3yJbTaTe HeOOCTATOYHOCTU IIHANbHOMN
(DYHKIIMY BO3HUKAIOT MHOTHE (€CJTU HE BCE) HEBPOJIOTUUECKHUE
3a0ojreBaHus [23—25]. D10 mpHBeno K BBeACHWIO B (hyHIA-
MEHTAJIbHYI0 M KJIMHUYECKYIO HEBPOJOTMIO TEPMHUHA <«IJIMO-
narosorush» [25].

Bonpoc o npoucxoxaeHuu I'A BsieTCSI OMHUM U3 KITIOUEBBIX B
natomopdonoruu I'JIJI. H.B. KoHoBanoB HeOmHOKPATHO IO/ -
YepKMBaJl, YTO «ypoiuBas» A pa3BUBaeTCs B TeUeHUE O0e3-
HU M3 HOPMAJIBHBIX aCTPOIMTOB MO BIMSIHUEM TOKCHUECKUX
BO3IEICTBUI KPOBM Ha MO3TOBYIO TKaHb» [2]. [Ipu 3TOM Hau-
Oonee pacrpoctpaHeHHbIH xapaktep HocuT TA Il tuma, Torna
kak TA I tuna, nnm xnetku OnanbCKoro, BCTpEUYaloTCs 3HAYM -
TeJbHO peXe, U TOJbKO TIIATEIbHOE UCCIeN0BAHUE CEPUITHBIX
TUCTOJIOTMYECKMX CPE30B MOXET IaTh OTBET Ha BOIIPOC O CYIIE-
CTBOBaHMU IATOJOTUYECKUX GOPM ITMU. B 0lHOM 13 TaKUX UC-
CIIeIOBaHUI JTOBOJbHO MHOTOUUCIEHHBIE KJIeTKH OnaabcKoro
OB OOHApYXeHBI B 2 ciydasix 6onesHu Bunbcona—KoHo-
BajloBa C OOLUIMPHBIM KOPKOBO-ITOAKOPKOBBIM MOPAKEHUEM.
Ot Kierku, Hapsny ¢ TA I u 11 TuroB, BeIIBISUIUCE Ha (OHE
MAcCHBHOTO pa3pylleHus 0eNoro BelIecTBa BEPXHUX JOOHBIX
M3BUINH, PacIIPOCTPAHSIONIErocs Ha TIIYOOKHE OTHENbI KOPHI
¢ moTepeii HeMpOHOB, MaKpodarajibHON peaklueil ¥ mponu-
(epanueii kamusgpos [12]. Ha ocHoBaHMM KJIMHUKO-MOD-
(boTorMYecKMX COMOCTABICHUI HEKOTOPHIC aBTOPHI CUMTAIOT,
410 KJIeTKM OnajbCcKOro XapakTepHbl IS HEBPOJOTMYECKO
(opmsl 6one3nn Bunbcona—KoHoBanoBa, Torna Kak mpu um-
CTO TIEYeHOUHOM (popme oHM OTcyTCTBYIOT [13]. CymiecTBytoT
pa3nuyHble MHEHMSI OTHOCHUTEJIbHO MPOMUCXOXAEHUSI KIETOK
Omanbckoro. Tonaraior, YTo OHM MOTYT OBITh J€T€HEPHPOBAB-
UMW HeMpoHAMM, MTPOU3BOAHBIMU ACTPOLIUTOB UM (HaroLu-
tamu [17].

BaxHblil BKIag B U3ydeHUE MPOUCXoxXaeHUsI TA BHeCIM UM-
MYHOLIUTOXUMHYECKME MeTOAbl MccaemoBanus [11, 16, 26].
E. Bertrand u coaBT. [11] ¢ Uenbl0 M3y4eHUS] TUCTOreHe-
3a 3 marojtormyeckux TumoB ruu (IA I u II tumoB u dopmbr
Onanbckoro) B 9 cexinoHHbIx caydasax [JIJ] mposenu peak-
UK C aHTHUTENIAMHU K TIIHATBHOMY (GUOPUIUIIPHOMY KICIOMY
Oenky u MertaanotvoHuHy. Ha ocHoBaHuM aHanuza Mopdo-
JIOTHYECKUX ¥ UMMYHOIIMTOXMMHUUYECKUX TaHHBIX aBTOPHI Clie-
JIaJIi BaXHBIA BBHIBOI O TOM, YTO BCE 3 THUIIA MATOJOTMIECKON
IJIMY — acTPOIIMTAPHOTO MPOUCXOXIEHN. B TO e BpeMs pas-
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YU AMMYHOTUCTOXMMHUYECKOTO TPOMIIIS KaxIoro BHAA
KJIETOK YKa3bIBAIOT Ha UX MPUHAIIEXHOCTh K pa3HbIM (hopMam
acTpoIUTapHOi Ty, Tak, TOMOXUTEIbHAS PeaKkIys Ha IJIH-
aNIbHBIA (DUOPUIISIPHBIN KMCbIM 0€l10K, BhIABIEHHAS B TJINO-
uutax AnblreiiMepa I Tuna u kietkax OnaabcKoro, CXoaHa ¢
TaKoOBOI B (DMOPMIUIAPHBIX aCTPOLIMTAX, YTO YKa3bIBaeT Ha MX
MPOMCXOXKIEHUE U3 acTPOrauu huopuLIsipHoro tumna. OTCyT-
CTBHE peaKLINH Ha IIHATbHBIN GUOPWIISPHBIN KUCIBII O€MT0K
1 TIOJIOXKUTENIbHASI UMMYHOPEAKTMBHOCTb Ha METAJJIOTUOHHUH B
I'A 11 Tuna, xapakTepHas IJisl aTTepHA, HAOII0AAEMOro B IPO-
TOTIA3MATUUYECKMX ACTPOLMTAX, CBUIETENbCTBYET O MPOMC-
xoxaeHuu TA Il Tvna u3 mpoTornaa3MaTuyecKoii acTporaum, a
TaKKe YKa3bIBaeT Ha MHAYIIMPYEMOE MEIbIO TOBPEXICHUE 3THX
KJIETOK.

Jloxa3aHa maToreHeTHyeckas CB3b LUTOTOKCHMYECKUX H3MeE-
HEHUI MO3TOBBIX CTPYKTYp TpH [JIJ] ¢ M30BITOUHBIM HaKOILIE-
HUEM B HUX Meau. Tak, coiepxkaHue Meau B O6eJOM BEILECTBE
MoJIyLIapyii 00JIBLIOT0 MO3ra MnpeBbilaeT HopMmy B 3—10 pa3, B
cepoM BemiecTe — B 4—10 pa3, B 0a3aIbHEIX SIpax, 0COOCHHO B
ckopayne, — B 2—10 pa3. Ha ctanum MaHubecTanyum HEBpoJIo-
TMYECKOM CUMITOMATUKY HAKOIICHNE MEIU B BEIIECTBE MO3-
ra B 10—15 pa3 npesbiiaet HopMy [3]. CrenyeT moguepKHyTh,
yro npu [JIJ] MakcuManbHO MOBpEXAAIOTCA Te 00pa3oBaHUS
TOJIOBHOTO MO3Ta, KOTOPHIE U B (DU3MONOTMIECKUX YCIOBHUSIX
comepxaT MHOTo MeaM. Beicokoe ee comepxkaHue B OTMEUYEH-
HBIX CTPYKTYPHBIX 0OpPA30BAHMSX CBSI3aHO C aKTUBHOCTBIO B
HUX MeIbcoaepxKaiux (pepMeHTOB (TUPO3UHA3a, CYIEPOKCHUI-
JMCMYTa3a), y4acTBYIOIIMX B 0OMeHe KaTexojgaMuHoB. Takoi
MOPQOIOTUYECKIIA TPOTIU3M OTPeAesaeT U OCHOBHOM KIMHU-
YeCKMIt CMHIPOMOKOMILIEKC LiepedpaTbHbIX HapyIIeHNT.

VYcraHoBIEHO, YTO Meb OTKJIAAbIBAETCS B LIUTOMIAa3Me 3HI0-
TeJIMATBHBIX KJIETOK B OCHOBHOM MEJIKHX COCYIOB, a TaKXe B
actpoumrax Anblreiimepa Il Tunma m HelipoHax, mpeuMylie-
CTBEHHO OjiemHOro mapa u xBocraroro suapa [9]. TlomoGHoe
pacripenie/ieHre TpaHy/l MeIu ObLTO BHISBICHO M B HAIIEM HC-
ClIeIoBaHUM TKaHU Mo3ra ymepuux 6onbHbIx ¢ I[JIJ[. Cuura-
€TCsI, YTO MOHBI Meau TUPPYHIUPYIOT Yepe3 TIa3MaTHIeCKue
MeMOpaHbl SHIOTe/Ms, HAKATUTMBAIOTCS B €T0 KJIETKaX, Hapy-
1iasi MpOHMUIAEMOCTb cocyaa. TeM caMbIM YXe Ha 3TOM 3Tare
co3aaeTcs Ae(UIUT KPOBOCHAOKEHUST OKPYXKAIOIIEi MO3TOBOi
TKaHu. [To Mepe HaKOIUIEHWsI MeTajla MeIb OTKJIaIbIBAETCS
B HelipornuanbHOM Komiutekce. Ilo mpunummy «a¢dekra ca-
TeJIMTa» BHAaYajle CTPamaloT acTPOLMTHI (IKBUBAJICHTOM 3TO-
ro sasnsiercst TA Il Tuna), a 3aTeM U caM «X039MH» — HEUpOH,
YTO TPUBOIUT K THMIIOKCUM, IUCTPODUUYECKUM M3MEHEHUSIM
U rubenu HEUPOHOB. YCTAHOBJIEHO, YTO KOMIUIEKCHI MEAU CO
CBOOOIHBIMM AMUHOKHUCIOTAMK aKTHBHO IIPOHUKAIOT dYepes
MeMOpaHbI KJIETOK, B TOM YHUCJIE Yepe3 CTPYKTYPHbIE eAMHUILIbI
I'Db, noBpexxmas ux, HaKAIIMBasICh BHAYAJIE B IePUKATTUILISIP-
HOM IJIMM, a 3aTeM MPOHMKAsSI B HEMPOHBI. YIBTPaCTPYKTYPHBIC
MCCIIeIOBAHNUS TTOKA3BIBAIOT MPU 3TOM OPTaHWYECKUe M3Me-
HEHMS CTEHOK KaIWUISIPOB B BUIE (PparMeHTAIK 0a3abHOM
TUTACTHHKY M HEKPO3a 3HIOTEMANBHBIX KJIETOK, ITePUKAITHII-
JIIPHOE OTJIOXEHUE MEIM, BKIIOYas aCTPOLUTH M HEHPOHHL
broxupoBaHue Menbio CyIbGOIUAPUIbHBIX TPYIN OENKOB C
HapyIIeHNEM OKWCIUTETbHO-BOCCTAHOBUTEIEHBIX IIPOIIECCOB
Y TKaHEBOTO IBIXaHUS B COUETAHUM C HApacTAIOUIMMU aHTHO-
TOKCUUYECKUMH U3MEHEHUSIMU MPUBOINUT, B KOHEYHOM HTOTE,
K THUIIOKCHY HEPBHOM TKAHM.

MexaHu3M MOBPEXIAIOIIEr0 AEHCTBMSI MeOM Ha HEWpOHbBI
cnoxeH. Hapsiny ¢ omucaHHBIM BBIIIE aHTMOTOKCHMYECKUM U
TMMOKCHYEeCKUM 3 deKkTaMy oTMeUeHa CIOCOOHOCTh MeAU B
TOKCUYECKUX KOHLEHTPALUAX TPOHUKATD B SIIpa KJIETOK U 00-
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pa3oBbiBaTh KoMiuiekchl ¢ PHK, uto siBisercss TpurrepHbM
MEXaHM3MOM THOen KieToK. [lonTBepXmeHmne 3TOMY TOIyde-
HO B HEKOTOPBIX KCIIEPUMEHTANbHBIX paboTax [27]. BeipaxkeH-
HBI 1IMTOTOKCHYECKUIT 3(pDeKT BBISBIEH B KYJIBTYpe TKaHU
MO3XeuKa KPBICH TI0CJIe MHKYOAIMH ¢ CHBIBOPOTKAMH OOJTbHBIX
IJII. BnusiHue chIBOPOTOK MpOsIBUIOCH B 06pa3zoBaHuu TA 11
THIIA, KI1eTOK OMaabCKOro, a TaKKe HeKOTOPHIX HecTIelpuye-
CKUX MU3MEHEHMIA IIMabHBIX KieToK. Hanbonee TOKCUYHBIMU
OKa3aJIUCh CHIBOPOTKU OOJNBHBIX C JUIMTEITBHOCTBIO OOJNE3HH
1—1,5 rona, Moay4yaBIIMX MEIbITMMUHMPYIONINE TpernapaThl
ot 0,5 mo 1 roga. Hexotopble uccienoBatean 0TMEYAIOT, UTO
U30BITOYHOE OTIOXEHUE MEAU B TOJIOBHOM MO3T€ M HU3KUI
YPOBEHb LIePYJIOTUIa3MIHA MPUBOJISIT K PA3BUTHIO TUCGHYHKIIM
HEMpOTpaHCMUTTEPOB U HelipomereHepamu [13, 28].

IMonaratot, 4To HeWTpanM3aIMs MeM B HEUPOHAX U TJIMU OCY-
IIECTBIISAETCS C TOMOLIBIO JIM30COM 00pa3oBaHUEM HETOKCHYE-
CKOTO KOoMIUIeKca JunodyciH + mens [3, 9]. DToT KoMIuiekc,
BEPOSITHO, HE BBI3bIBAET TSKENBIX M3MEHEHUI M THOENb Kile-
ToK. M30bITOYHBIE HAKOTIIEHUS JUMOdYyCIMHA B HEMPOHAX U
MM OTMEYEHBI KaK HAMU, TaK U B OTHOM U3 YJABTPACTPYKTYp-
HbIX uccnenoBanuii ciaydaes [JI [15].

Hapsny ¢ Tokcmueckum neiicTBUeM MeOy 3acTyXKUBAIOT BHM-
MaHUs ¥ Apyrue oOMeHHBIe HapyIIeHHUS ¢ HEHPOIUTOTOKCH-
gecKuM 3(PPeKTOM, pa3BHBAIOIINECSA IPH TKEIOM ITOpaxe-
HuM nedeHun y oonbHbIX ¢ [JII. YcraHoBneHo, 4TO B KpOBU
6ompHBIX ¢ [JIJ] HaKarIMBaeTCs LETBI CIIEKTP TOKCUUECKUX
MeTa0oJUTOB: OMIMPYOMH, aMMHAK, MOYEBHHA, aHTUTEIAa K
JI-TTeHUIMIAaMAHY, CHIKAIOTCS aHTHOKCHAAHTHBIC CBOMCTBA
KpOBH Ha (hoHe nedUIIITa IIepyIoIIa3MITHA 1 TIOBBIIICHNUS He-
LIePY/I0NIa3MIHOBOM (CBOOOIHOM) MeM CHIBOPOTKU [29—31].
BMmecte ¢ TeM BOBJICUCHHE B MATOJIOTMICCKUIA TIPOIECC TaKUX
BaXHBIX OPTraHOB PETUKYJO3HIOTEIMANBHOM CUCTEMBI, KaK
cesie3eHKa UM TevyeHb, moBpexaeHue [Db HaknagbBaoOT OTMe-
JaTOK Ha MMMYHOJIOTMYECKHUI CTaTyC MALlMEHTOB. YTHETACTCS
KJIETOYHBI IMMYHUTET; CO CTOPOHBI TYMOPATbHOTO UMMYHHM-
TeTa MMCIOTCS MPU3HAKY aKTWBAIIMM C TOBBIIICHUEM YPOBHS
CBHIBOPOTOYHBIX LIUPKYJIUPYIOIIUX UMMYHHBIX KOMIUIEKCOB U
TOSIBJICHMEM TIPOTUBOMO3TOBBIX aHTUTEN. [Ipy 3TOM yCTaHOB-
JIeHa TIPEMMYIIIECTBEHHAs HaIIPaBIeHHOCTh IPOTUBOMO3TOBBIX
AHTUTE]I K aHTUTEHHBIM KOMITOHEHTAM ITOTKOPKOBEIX CTPYKTYP
Mo3ra [32].

Ecnu naronorus muu v HeiipoHos nipu [JI[] HOCAT SIBHO MH-
TOKCHMKAIIMOHHBIN XapakTep, TO BOMPOC O (OPMUPOBAHUU
CTIOHTMO3HOTO CTaTyca M 0YaroB pacrana TKaHW BCeraa sB-
nsuics apuckyTtadenbHsiM. H.B. KoHoBanoB mpuBen psi yoeau-
TeJIbHBIX TO0KA3aTebCTB POJIU COCYAMCTOTO KOMIIOHEHTA B MX
BO3HUKHOBeHUU [2]. OH MoKa3ai, 4To TMOETh HEPBHON TKAHU
TMIPEX/Ie BCETO CBsI3aHa C MePUBACKYISIPHBIM OTEKOM, a OTeYHast
KMAKOCTb, coAepxalast 0e0K, MPOMUTHIBAET OKPYXKAIOLIYIO
TKaHb, MPUBOJISI K KICIOPOJAHOMY TOJIOAaHUIO U SHIIehaToNu-
3ucy. bonblloe 3HaYeHUe B Pa3BUTUM KUCJIOPOJAHOTO rojiofa-
HUSI IPUIABAIOCH ATOHUM KAMTWJUTSIPHON CETH M MEJIKMX BEH, a
TakXe HaOyXaHWIO SHIOTEHS KaWUISIPOB U MPEKAMUILISIPOB,
KOTOpOEe MOXKET MEXaHWYeCKU 3aTpymHsTh KpoBoTOK. Kak Ha
MpM3HaK JoKanbHoi runokcun H.B. KoHoBasioB yka3biBan Ha
nposudepanuio KanuuisipoB B 00J1aCTU 0vara v Ha OTAAJICHUU.
OH oTMeYan Takxe M3MEHEHUS] CTEHOK COCYIOB: OTEYHOE CO-
CTOSIHUE MBILIEYHOTO CJIOSl U aBEHTULIMU B BEHaX, TMAJMHO3
CTEHOK MeJIKVX apTepuil ¥ BeH. B Halmx HaOMOneHUSIX MMeTn
MECTO BCE MEPEeUYMCIIEHHbIE COCYIMCThIE U3MEHEHUS: OCTpbIE
(cTaspl, cBexXKEe KPOBOM3MMSHUS) U XPOHUYECKUE (MTATONOTHS
COCYIUCTBIX CTEHOK, CJIE/Ibl TIEPEHECEHHBIX KPOBOUBNUSIHUY U
1a3Mopparuit, mposudepanus KanuuisipoB U GOpMUPOBAHUE
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COCYIMCTBIX KOHBOJHOTOB) — BCE OTO IOATBEPXKIACT POJIb T'M-
TIOKCHUYECKOT0 COCyaUCTOIO (baKTopa B Pa3BUTUM MOPAXCHUA
Mmogray OOJIbHBIX.

Yro KacaeTcst CTOHrMO(OPMHOTO COCTOSIHMS, TO OHO, 110 MHe-
Huto H.B. KoHoBasioBa, siBnsieTcsl BhIpaxkeHHeM HepaBHOMEp-
HOI rvbeaM MO3roBOrO BEIIECTBA IMOJ BIUSIHUEM aHOKCHH,
HaCTYMAOIIEeH BCISICTBHE MEPUBACKY/IIPHOTO OTeKa ¢ IIPOIIH-
ThIBAHMEM TKaHU MO3Ta XUIKOCTbIO, OoJiee Wi MeHee Ooratoit
6eskoM [2]. TIpu 5TOM «IereHepaTUBHbIE U abLIreAMEPOBCKIE
M3MEHEHHUS ACTPOLIMTOB MPUBOJSAT K TMOEIN «OTTOPHON TKAHU»
MO3ra, T.e. peub UIET O Pa3BUTUU IJIMOTEHHOTO CIIOHTMO3HOTO
cocrostiust TKaHn ITHC B pe3ynsTaTe HEIOTHOTO 3aMeIleHMS
[JIMei HEKPOTU3UPOBAHHBIX CTPYKTYPHBIX 3IEMEHTOB MO3Ta.

[oreHHoOe CIOHIMO3HOE COCTOSIHME, WU «TJIMOBa3albHas
quctpodusi» [18], HabmomaeTcs W MpU HEKOTOPHIX JPYTHX
JIMCMETa00TMIECKIX COCTOSIHMAX, B YACTHOCTH HAPYIICHMSX
OanaHca 3J1eKTpoiauToB. Kak 1moka3aHo B HallMX MCCIIENoBa-
Husx, aHanornynsie [JIJI cnonrnodopMHble M3MeHeHUs Oe-
JIOrO BellecTBa MOJylIapuid 60JIbIIOTO MO3ra ¢ AECTPYyKLMEH
MHEIMHOBBIX BOJIOKOH Ha (hOHE €ro IePCHCTUPYIONIET0 OTeKa
XapakTepHbl M IS MATOJOTMK MO3ra, pa3BUBAIOIIEHCS Tpu
apTepUaIbHON THITEPTOHUM M 0003HAYEHHOM HAMU KaK <«IH-
nepToHUYecKas JeiikosHmedanonarust» [33]. B 3HaunTEIbHOIA
CTENEHU COINIACYIOTCS U JaHHbIE O MaToreHe3e ClIOHrnoGhopM-
HBIX M3MCHEHUI TIpM THIIEPTOHUYECKOM JeiikoaHIedano-
natuu 1 [JI1. B BO3HMKHOBEHUU U TIPOrPecCUPOBAHUM 3THX
M3MEHECHUH 6eJI0TO BEIeCTBa IIPH apTepHATbHOIN TMIePTOHUN
OCHOBHAS POJIb NMPUHAIIEKUT LUPKYISITOPHON TMIIOKCUU U
WIIEMUY B CBSI3U C TSCKEIBIMH CTPYKTYPHBIMYM M3MEHEHUSIMU
COCYIOB MHKPOIMPKY/SITOPHOTO PyCIa M IOBBIIICHUIO TIPO-
HutaeMocTu I'Db ¢ pa3BuTUeM ero mepcucTUPYIOIIEro oTeKa.
B ycnoBusx mUpKyISTOpHOM THITOKCHH TIPOIHdepans acTpo-
LIUTOB SIBHO HEJOCTaTOYHA IS 3aMelleHus Ie(eKToB 0enoro
BelllecTBa, 00PA30BABIIMXCS B PE3YJIbTaTe AECTPYKIUM MUETIH -
Ha ¥ OJUTOACHIPOINUH, YTO ¥ MPUBOIUT K (POPMHUPOBAHUIO,
Kak u rpu I'JIJI, cmoHr1o3Horo craTyca.

B mocneqHue rompl B CBA3M C BHEIPEHMEM METOIOB HEHPOBU-
3yanu3anuy (KOMITbIOTEpPHOI ToMorpaduy U MarHUTHO-PE30-
HAHCHOH TOMOTrpaduu) MOSBUIACH BO3MOKHOCTD ITPXKU3HEH-
HOI IMarHOCTUKY CTPYKTYPHBIX M3MEHEHUIA MO3Tra y OOJIbHBIX
IJI11, oTpaxkaroImux aHTUOTOKCHICCKHUI M IIMTOTOKCHICCKMIA
KOMITOHEHTHI 3abosieBaHus. Tak, mpu3HaKaMu MaToJ0TMK MO3-
ra ipu [JI]1, BBISIBISIEMBIMU IPU KOMIIBIOTEPHOU TOMOTpahui,
SIBJISTIOTCS] OYaru CHUXXEHMs TNIOTHOCTH TKaHU MO3Ta, JJOKaJIK-
3yl0IlKeCs B TIEPBYIO ouepeb B 0a3anbHbIX sapax. CHUXeHUe
TUTOTHOCTH B 0a3aJIbHBIX SAPaX OINpenesIseTCs] HEKPO30M TKa-
HU ¢ dopMmupoBaHUeM moyocTeit u otekoMm [34]. Kommiekc
STHX U3MEHCHUI HepeIKO NMPHUBOAUT K YMEHBIICHHUIO 00beMa
0azaJbHBIX SAep, MpeXIe BCEro CKOPJYIbI, M PaCIIMPEHUIO
0J113KO0 PacIONOXEHHBIX 00PO3/ MOy LIAPUI OOMBIIOTO MO3Ta.
MPT, ocobeHHO ee HOBelilMe MOAU(PUKALIY, SBISIOTCS 00-
Jiee MHGOPMATUBHBIM METOIOM PaHHEH JTMaTHOCTHKU CTPYK-
TypHbIX U3MeHeHui Mosra pu I'LIJI, mo3BoAI0IIM BBIABIIATD
MATOJIOTHIO HE TOJBKO 0a3anbHBIX SIIEP, HO U IPYTUX OT/IEN0B
MO3Ta.

bBonbiioit uHTEpeC MpeacTaBIsIOT JaHHbIE 00 0COOBIX KIMHU-
KO-MOp(OIOTMYecKX BapraHTax 6osne3Hu Bunbcona—KoHo-
BajioBa. B mepByio ouepenb peyb UIET O COYETAHUU B OFHUX
CITy4yasix OCHOBHBIX TaToMopdonoruyeckux peHomeHos [T ¢
TSDKEJION MATOJIOTMEN MOCTA MO3Ta, a B IPYITUX — C IIOPaXEHU-
eM 0eJ10ro BelIeCTBA U KOPbI OMYIIapuii 601b1110r0 Mo3ra. Tak,
K. Jellinger omHMM 13 TIEPBBIX OTMETHJI Y MOTUOIINX OONBHBIX
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i y3HYI0 TTOHTUHHYIO AUCTPO(UIO M IIEHTPANbHBIA TIOH-
TUHHBI MUeInHONU3. B mocnenyromeM nonoOHble Haboe-
HUS ObUIM omucaHbl Apyrumu aBropamu [13, 35]. [TonTHHHAS
IUCTpOodUs XapakTepu3oBaaach papeduKaliein 1 CIOHTHO30M
BEIECTBA MO3ra B OCHOBaHMM MOCTa, MpoJudepalueit actpo-
uurtapHoil ruu, nosieneHueM I'A 11 tuma, HaOyxaHueM 3HIO-
TeMS KaMWLISPOB NP MHTAKTHBIX HEMPOHAX M MX aKCOHax.
[Tpu meHTpaTbHOM TIOHTUHHOM MHEITHOJI3E B ICHTPEe MOCTA
BBISIBJISUICS OYar IeMUeIMHU3aLUN 6a004K000pa3HOH (hOpMBbIL.
Mukpockonuyeckasi KapTHHA JeMUEIMHU3ALMU CKJIAIbIBa-
JIach U3 NECTPYKLIMU MUETMHA, HATUYUS JUIO(aros, akco-
HaJIbHBIX CHepouIoB U akcodaroB, yTpaThl OJUTOACHAPOIIM-
TOB, TUIIEPTPOGUU U Mpoudepaluy aCTPOLUTOB, NOSBICHUN
TA T u Il Tvna, TUMGOLUTAPHBIX MEPUBACKYJISIPHBIX UH(OUIb-
TPaTOB, a TAKXKe YBEIMUYECHUS SIep SHIOTENNs KallMUIIpOB B
paHHel cTaguy 3a00/eBaHMs, HEKPO3a U TMOeIn HeipOHOB B
pasBepHyToii ctaguu [36]. TlogyepkmBaeTcs, 4TO MATOTEHE3
3TOTO CBOEOOPA3HOTO MOBPEXIECHUS MOCTa MO3Ta HEeCTIEI(H-
YeH, a BBIIIEONMMCAHHbIE U3MEHEHMST MOTYT OOHAPYXUBAThCS
He Tosbko npu IJIJI, HO ¥ mpu 1KMpPpo3ax U AUCTPOGUU Tede-
HU JPYTOii 3TUOJIOTHH, a TAKXKE TIPU APYTUX COCTOSHUSX, 00Y-
CJIOBJIEHHBIX TOKCUKO-META00INYECKUMU HapyleHusimu [37].
DTa maTonorus oObIMHO HaOMomaeTcsl BCIEACTBHE OBICTPOI
KOPPEeKIIMK THITOHATPUEMUH, TIpH SHIIedanonatiu BepHuke 1
TpaHCIIaHTaLMM redeHu [13].

B nocnenHue roabl akTMBHO pa3BUBAETCS TEOPMSI, MOAYEPKU-
BaloOIIAs POJIb HAPYLIEHUIA 3JIEKTPOIUTHOTO OajaHca B pa3BU-
TUU 1IEHTPAIbHOTO MOHTUHHOTO MUEIMHON3a, 0COOEHHO B
CJIyyasx upe3BblYaiitHO ObICTPOM KOPPEKLMU TMIIOHATPUEMUM.
JlaHHAas1 TATOJIOTUSI MOXKET Pa3BUTHCS MPU OTHOCUTEIBHOM WU
a0COJIIOTHOM TUIIEPOCMOJISIPHOCTU U B Cy4asix TMIepHaTpue-
MUU B COYETAHUM C TUIEPIIUKeMUei 1 azoTemMueii. B pesyiib-
TaTte 3TUX HAOJIOICHUI BBICKA3aHO MPEeATOI0OXEeHKE, YTO 3a00-
JIEBaHUE SIBJISIETCS PE3YJIbTaTOM OT€Ka TKAHW I'OJIOBHOTO MO3Ta
BCJIEICTBUE U3MEHEHUSI COCYIUCTOM MPOHULIAEMOCTH, BbI3BAH-
HOTO HapyIIeHNeM M HecocTosTeTbHOCTRIO DB, a He mpsiMoro
BO3IEWCTBYS MOHOB HATPUSI.

Bonpocel 0 mpenMyIecTBEHHON IeMUETMHU3AUUN B 0a3u-
JIIPHOM 9YacTM MOCTa MO3Ta M ¢€ ITaTOTeHe3¢ OCTAIoTCS He-
perreHHBIMUA. HeKoTopble aBTOPHI OOBSICHSIOT JIOKATM3ALIUI0
Tpoliecca B MOCTY MOBPEXIAIOLIMM BO3IEHCTBUEM OTEKA B TOM
0bIacTl MOCTa, B KOTOPOI HEHPOHHI PACIIONAraloTCsl MEXIY
MyYyKaMM TPOJOJbHO U TIONEPEYHO OPMEHTHPOBAHHBIX MM-
€JIMHOBBIX BOJIOKOH. B 3TuX 00/1acTsIX 60JbLIOE KOJUYECTBO
OJIUTONCHAPOIINTOB JIOKANU3yeTcs TepudaciuKy/IsIpHO, B
OTJIMYME OT MHTEeP(ACIMKYISIPHON JOKATU3aIUN. DTU OJIH-
TOIEHIPOINTHI, BOZMOXHO, 0COOEHHO TyBCTBUTEIBHHI K «OC-
MOTHYECKOMY CTpeccy», obycnoBieHHOMy oTekoM [36]. IMox-
YepKUBasl POJIb OCMOTUYECKHX HAPYIICHHIA B BOSHUKHOBEHUT
LEHTPAJIbHOTO TIOHTUHHOTO MUEIMHO3a, OTACJbHBIE aBTOPHI
B KayecTBe CMHOHMMA MPUMEHSIOT TepMHH «OCMOTHYCCKUI
TEeMUEIMHUUPYIONIMI CHHAPOM», U KOTOPOTO XapaKTepHBI
BBIpaXXCHHasT JEMUETMHU3AIMS U MakpodaraibHas MHQWIb-
Tpalys ¢ BaKyoJIM3allieil MUCTMHOBEIX BOJIOKOH B MOCTY [37].
[TonobHBIE M3MEHEHMs B BUIE PE3KOM BaKyoJIM3allUU MUE-
JITHA COOCTBEHHBIX BOJIOKOH MOCTa OBITH 0OHAPYKEHBI HAMU
B psize HabmoaeHui I,

B nocnenHue rompl B JIMTEpaType YBEIMYMIOCH KOJIMYECTBO
KJIMHUKO-MOPGhONOrnieckux HabmoaeHuid 6onesHu Buibco-
Ha—KoOHOBaoBa ¢ pe3Ko BBIPAKEHHBIM KOPKOBO-TIOAKOPKO-
BbIM nopaxkeHuem [12, 13, 38]. B atux ciyyasix uMmenoch Mac-
CHBHOE pa3pylllcHHe HEeKPOTH3MPOBAHHBIX YIACTKOB 0EJIOTO
BelIeCTBa IPEMMYLIECTBEHHO BEPXHMX JIOOHBIX U3BIIMH, IIPU
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MUKPOCKOIIUM KOTOPBIX BBIABISIM CIIMBAIOIIMeEcs (DOKYCHI
CIIOHTMO(MOPMHBIX U3MEHEHUI 6EIoro BElIeCTBa U ITyOOKMX
CIIOeB KOPHI ¢ (DOPMUPOBAHIEM 0YaroB KMCTO3HOTO HEKPO3a,
pacrpocTpaHsIOMuXcs MpeuMylecTBeHHO K U-00pa3HbIM
BOJIOKHAM Ha BepIIMHE M3BMIWH. B IopaxXeHHBIX 001acTIX
Hapsiay ¢ rubeiblo MUEMHA OMpelesiuCch yTpaTa akCOHOB,
AKCOHAJBHBIE C(EepONIbl, YMEHBIICHNE KOJMYECTBA OJUTO-
JEHIPOLUTOB M HEPOHOB C JIYUIIel COXPAaHHOCTHIO MX B IO-
BEPXHOCTHBIX CJIOSX Kopbl. MMenach oTyeT/nnMBasi HEOBACKY-
JIIpU3ANUS TIYOOKHUX OTHENOB KOPBI M MPUIICKAIIETO 0eI0TO
BelllecTBa, XapakTepHslii 11 [J1]1 acTpouTo3 ¢ 60MbIINM KO-
smuectBoM TA I u 11 Tunos u kietTok Onaabekoro.

HekoTopnie aBTOphI MOAYEPKUBAIOT, YTO paHee 00J1e3Hb Busib-
coHa—KoHOBajI0Ba ¢ 0OIIMPHBIM KOPKOBO-TIOAKOPKOBEIM IT0-
paxeHMeM MpencTaBisiia codoii penkyro hopMy 60ne3HH, IPU
3TOM OOJIBIIMHCTBO COODIEHMIA KAacaloch MAlMeHTOB, HE MO-
JIyJaBIIUX crienubudeckoii tepamu [39—41]. Bo Bcex cmyvasx
OOHapYXeHBI KpaliHe TsoKelble M pacpoCTpaHEeHHBIe CITOHTH-
oopMHBIE ¥ HEKPOTUYESCKHE M3MEHECHHMSI OeJI0oro BEIecTBa,
MHOTJAa C MACCHUBHOM YTpaTOil HEWpOHOB B TITyOOKMX CIIOSIX
Kopsl. Tomorpadudaeckn Hambolee MOPaKeHHBIMU SIBIISIINCH
BEPXHSISL ¥ CPEIHSIS IOOHBIE U3BUIMHBI, BUCOYHbIE U3BUIIMHBI,
BEPXHSIST TeMEHHas J0JIbKA U 3aThUIOYHAS TOJIST BOKPYT IITIOP-
HoIl 6opo3nbl. BrisiBieHHbIe Ha ayToricuu ciaydau I ¢ mpe-
UMYIIECTBEHHBIM MOpaxkeHreM Oeioro BellecTBa ObLIM 000-
3HAYEHBI KaK «IeMUETMHU3UPYIOMINH T 001e3HN BrubcoHa»
[42]. B nuTepaType MMer0TCS yKa3aHUs Ha TO, YTO CTEIeHb I0-
paxeHMs OEJIOTO BEIeCTBA 3aBUCUT OT JUTUTEIBHOCTH TCUEHUS
3aboseBanus [13, 39].

HeitpoBusyanuzauus, B nepsyto ouepenb MPT, BHecna 60/b-
1I0M BKJIaA B M3y4yeHUe 3TOro Tuma 3abojeBaHus [43—47].
Cpenu coobuieHuit o HapyuieHusix MP-curnana ot 6eyoro Be-
nrectBa y 60bHbIX ¢ ITI]] cnenyeT oTMeTUTh padoty S. Starosta-
Rubinstein ¢ coaBt. [45], KoTopble HAOIIOAAIM 3TU Hapylle-
HUS CO CIEAYIOIEH YacToToM: 1oOHas gonst — 50%; BUcoYHAs
nonst — 21%j; 3areutounas gost — 14%; temennas nons — 7%;
JIyJUCTHIN BeHell — 7% u MynbTidOKaTbHO — 67%. DTa pabo-
Ta MOATBEPAMIIA, YTO PE3KUE M PACTIPOCTPAHEHHBIE U3MEHEHUS
0eJ10ro BellleCTBa MOTYT BCTpeuaThesl BecbMa yacto. [aToreHes
MPEUMYLLECTBEHHOTO MopaxeHus: benoro Bewiectsa mpu [J1J1
TOJIEPXKUBACT HEMPOTOKCHYECKYIO TUTIOTE3Y, T.K. TIPH «IEMHU-
eMHA3MPYIOLIEM TUIIe» 3TOTO 3a00JIEBAaHMS KMEETCS OTIETIIH -
Basi KOPPENSLMS MEXIY TSKECThIO HEBPOJOTMYECKUX MPOSIB-
JICHUH 1 coep:KaHueM MeI B MO3Te, IpUIeM KOHIICHTPAIIAS
Meu B 0€J10M BELIeCTBE JIOOHBIX I0JIEii BBIIIE, YEM B CKOPJIYIIE
[12]. B kayecTBe OMOJIHUTENBHOTO Kay3aJbHOTO (PakTOpa MO-
KET BBICTYIIATh IEYCHOYHAS SHLE(DATONATUS IPU LUPPO3E T1e-
YeHH, COMPOBOXIAIOIIASCS TMOBBILIEHUEM YPOBHS aMMOHUS B
KPOBH, TIPUBOISIINM K HAPYIICHUIO OaJlaHca HEHPOTPaHCMUT-
TEPOB ¥ AKCOHAILHOM IeTeHEePaIIKH.

3akmouenue

3a GoJsee 4eM MOMYBEKOBO MEpUON, POLIENIINIA MOCe OIy-
oavkoBaHus H.B. KoHoBanoBbIM ero Bhiaatolierocst tpyaa «le-
naro-1epebdpaiabHas IMCTpodus», MPOM30LIe] 3HAUNTEIbHbIHA
MPOTpecC B PACKPHITUN 3TUOJIOTUY, ATOTeHE3a U MOP(OIOTUY
3TOro ogHoro u3 Tsxeneimmx 3adonesanuii LIHC. Heocmo-
PUMO JI0Ka3aHO, YTO B OTCYTCTBHE CIelM(bUUYECKON Tepanuu
WHTOKCUKALIUSL SHIOTEHHOM MeEObl0 MPUBOAUT K DIYOOKUM
MOpQOIOrnyeckuM U3MEHEHUSIM BO BHYTPEHHMX OpraHax u
HEPBHOII CUCTEME, TIPOTPECCUPOBAHUIO OOJIE3HU U JIETATBHOMY
UCXO[TY, Yallle BCero B Pe3yJIbTaTe pa3BUTHUS IEUCHOUHOI KOMBI.
CBoeBpeMeHHas1 MeIETOHHAS Teparusl 3HAYUTEIHO YIydIlaeT
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COCTOSTHHE OOJIBHBIX, a IIPMMEHEHHME ¢e B JOKIMHUIECKOM CTa-
TIMU TIOJTHOCTBIO MPENOTBpaIlaeT pa3BUTHE KIMHUIECKUX CUM-
nTomoB. Takum obpazoM, IJIJI — oaHa U3 HEMHOTHX TSKEJbIX
HacJIeACTBEHHBIX 00JI€3HEH HEPBHOW CHMCTEMBI, ITPU KOTOPBIX
paspaboTaHa 3¢ peKTUBHAs MaToreHeTHueckas Tepanus. [Ipu
9TOM pSIZI iCCIiefoBaTe el IIOMICPKUBAET, YTO Ha (POHE Teparun
HaOJo1aeTcs 3HaUMTeIbHbINM TaToMop(o3 601e3HH, BILIOTH 10
TIOJTHOTO MCYE3HOBCHUSI CMMITOMATHKY TIPU CBOECBPEMEHHOM
Ha3HAYeHUU MEAb3IMMUHUPYIONINX MPErnapaToB, a TaKXKe Xu-
PYPIUYECKOM JICUEHHH, BKITIOUAsT TPAHCINIAHTALIMIO TIEUeHH U
UCIIOTb30BaHNE CHCTEMBI M30JIMPOBAHHBIX XXKUBBIX KCEHOTEMa-
TOIIUTOB (aIImapar «BCIIOMoraTelibHas IleueHb») [6, 31].

B oTux ycnoBusx Hesb3s NEPEOLEHUTh 3HAYMMOCTb JabHEN -
HIMX MaToMophOIOTMYECKUX U KIMHUKO-MOPMOIOruyecKux
UCCJIENOBAHUI TOJIOBHOTO MO3ra OOJIBHBIX C PAa3HBIMU KJIM-
Huyeckumu dopmamu IJIJ] ¢ ucmonb3oBaHMEM COBPEMEHHBIX
MOpGhONOTUYECKMX METONOB, B MEPBYIO OYepelb UMMYHOTH-
CTOXMMMUU ¥ 3EKTPOHHOI MUKpockonuu. Haubonee nepcrex-
TUBHBIMU HAMpPABICHUSMU TaKUX MCCIECIOBAHMIT OCTAIOTCS
ACTIEKThl [IBYX OCHOBHBIX KOMIIOHEHTOB MaToMOpQoIoruu
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IJ1, BeimenenHbix H.B. KoHOBanoBbIM, — HUTOTOKCUYECKO-
IO U aHrMoToKCcHyeckoro. Cpean 3TUX acleKTOB MOXHO BblIe-
JIATH CIIECAYIOIINE:

* TMPOMCXOXICHUE M MMMYHOMODP(HOJIOTHS MaTOJOTMYECKUX
(opM acTpoLMTapHON [IUM;

* TaTOJIOTMYECKUE M3MEHEHUS HEHPOHOB M WX MpPEHMYIIe-
CTBEHHas! JIOKAJIN3aIIYs;

+ MOpP(OJIOTUS M MATOTeHe3 CIOHTUOGMOPMHBIX M3MCHEHHIA,
NeMMETMHM3AK TTOIKOPKOBOIo 6ej10ro BelecTBa U LEeH-
TPaTbHOTO IOHTUHHOTO MUEINHOJN3A,;

*  M3yYeHME U3MEHEHUIT COCYI0B MUKPOLIUPKYISITOPHOIO pPyc-
JIa, Ha YPOBHE KOTOPOTO OCYIIECTBISIOTCS METAOOTNYECKIE
MPOLIECCHl B TKAHM MO3Ta, a TAKXKe HapyIIeHUI IIPOHMIIAe-
Moctd I'DB, 4To MPUBOIMT K Pa3BUTUIO MEPCUCTUPYIOLIETO
oTteka TkaHu moara ripu [JI/I.

Vka3zaHHBIe TTPOOJIEMHI ellle Oosee aKTyaTH3MPOBAINCh B II0-
CIIEZIHUME TOIBI B CBSI3U C Pa3BUTHEM METOIOB HEMPOBU3YaIn3a-
VM, TTO3BOJISTIOIINX OOHAPYKMBATH MeTbYAMIITIE CTPYKTYPHBIC
M3MEHEHU MO3Ta TIpH pasandHbIX 3abomeBanusx [THC, sxio-
yag [JI/1, B ToM umciie Ha JOKJIMHUYECKOM CTaliuu 3a00J1eBaHNUs.
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HeBposiornueckue acrieKThl
COVID-19

M.M. Tanamsn, I1.1. Kysnenosa, A.A. Packypaxes
QI'BHY «Hayunuiii yenmp nesponoeuu», Mockea, Poccus

Tlandenus Koponasupycroii ungexyuu seasemcs 00HUM U3 HauboNee SHAYUMBLX 8bI30806 COBPEMEHHOMY 30PABOOXPAHEHUIO, 8 PelieHUU KOMOPo2o 3a-
deiicmeosanbl ce Meduyunckue cneyuanvrocmu. Hacmoswuii 0030p nocesuen nespoaoeuyeckum npossaeruam COVID-19 — do cux nop uemxo He onu-
cannoli npobaeme. Ilo dannvim L. Mao ¢ coasm. (2020), nesponoeuueckue cumnmomsi mo2ym gcmpeuamocs y 6oaee uem mpemu nayuenmos ¢ COVID-19,
npudem pazdenensl oy Ha 3 Kamezopuu: CUMNMOMAMUKA CO CMOPOHb! LeHMPAAbHOL HepBHOIl CUcmeMbl (201080KpYJCeHUe, 20106HAS 00Ab, HapYuleHle
CO3HAHUSL, 0CMPAs UepeGposaAcKyASpHAS NAMOA0RUS, amaKcus u cydopoicksie npucmynsy) — y 24,8% nauuenmos, nepugepuueckoii HepeHoil cucmembl
(Hapywenue eKyca, 000HSHUA, 3peHUS, d MaKJce Heliponamuueckuil 0oaegoii cundpom) — y 8,9%, nopajcenue ckesemubix Mbiuy (Muda2uu, accouuu-
PO6aKHble ¢ nogviueHueM yposHs kpeamungocgoxunase) — y 10,7%. Yacmoma pazeumus uepedposackyiapHoii namoaoeuy 6 npOaHAAU3UPOBAHHbIX
Y. Li u coasm. (2020) 221 caynasx ¢ COVID-19 cocmasuna 5,9%, npuuem 6 nodasasiouem 60abuiuHcmee cay4aes ona npeocmasaeHa umeMuteckum
uHcyabmom u accoyuuposara c 6onee msxceavim meyvenuem. T. Oxley ¢ coasm. (2020) onybaukosasu xaunuueckue dannvie 5 nayuenmos maaouie
50 nem, nepenecuiux 6 pezyasmame COVID-19 uwemuueckuii uncyavm 6 bacceiine Kpyntoix uepe6panvisix apmepuil. [lokazano, umo 00HuM u3 8apuan-
moe meuenus COVID-19 agasemcs pazsumue MeHune03Hyepauma — 8 0030pe npusooOUmcs onUcanue HecK0AbKux 00CMynHbIX KAUHUMECKUX CAYHAes.
Ha ochosanuu psda ucmounuxos 0600ujens: daknbie 0 Kaunuueckoi kapmune u meuenuu cunopoma luiiena—bappe y nayuenmos, uHOUYUPOAHHbIX
SARS-CoV-2. Ilomumo amozo, COVID-19 mocem npusodums K dekomneHcayuy conymcmayomux coMamueckux u/uiu negpoaoeuieckux 3a0oneea-
Huil, yXyouias meyenue U npoeHo3 3a001e8aHu.

KmoueBsie ciioBa: nesponoeuueckue cumnmomst; COVID-19; uncyaom; menuneosnuegpasum, cunopom Tuiiena—bappe.

HWctounnk punaHcHpoBanus. ABTOPEI 3asIBJISIIOT 00 OTCYTCTBUM (DMHAHCUPOBAHUS ITPU MTPOBEICHNHT UCCIIEIOBAHUS.

Kondmkr uHTepecoB. ABTOpPHI TEKITapUpPYIOT OTCYTCTBUE SBHBIX U IIOTCHIMATBHBIX KOH(JIMKTOB MHTEPECOB, CBSI3aHHBIX ¢ Iy0JIMKa-
LIMEN HACTOSIIEH CTaThU.
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Neurological aspects of COVID-19

Marine M. Tanashyan, Polina I. Kuznetsova, Anton A. Raskurazhev
Research Center of Neurology, Moscow, Russia

The novel coronavirus pandemic presents one of the most significant challenges to modern healthcare, which involves all medical specialties. The current review
encompasses the neurologic manifestations of COVID-19 — a yet to be defined problem. L. Mao et al. (2020) have found a third of COVID-19 patients to exhibit
neurological symptoms the latter divided into three categories: central nervous system involvement (vertigo, headache, altered consciousness, acute cerebrovascular
pathology, ataxia, and seizures) in 24.8% of patients, peripheral nervous system involvement (smell and taste disorders, neuropathy) — 8.9%, and muscle pathology
(muscle pain, associated with creatine kinase increase) — 10,7%. Cerebrovascular pathology in 221 patients, described by Y. Li et al. (2020) occurred in 5.9%
of cases — the majority was comprised by ischemic stroke, and as a whole it was associated with a more severe disease course. T. Oxley et al. (2020) described
5 patients (less than 50 years of age) with a large-vessel stroke occurring as a result of COVID-19. It has been shown that meningoencephalitis may be linked to
COVID-19— this review addresses several described cases. A case series of Guillain— Barré syndrome n patients with SARS- CoV-2 infection is also described. Apart
Sfrom that, it is well established that COVID-19 may lead to deterioration of concurrent somatic and (or) neurological diseases, worsening the prognosis.

Keywords: neurological symptoms; COVID- 19; stroke; meningoencephalitis; Guillain—Barré syndrome.

Acknowledgments. The study had no sponsorship.

Conflict of interest. The authors declare no apparent or potential conflicts of interest related to the publication of this article.

F011‘< clorrespondence: 125367, Russia, Moscow, Volokolamskoye shosse, 80. Research Center of Neurology. E-mail: rasckey@live.com.
Bakulin LS.

For citation: Tanashyan M.M., Kuznetsova P.I., Raskurazhev A.A. [Neurological aspects of COVID-19]. Annals of clinical and experimental
neurology 2020; 14(2): 62-69. (In Russ.)

DOI: 10.25692/ACEN.2020.2.8
Received 29.04.2020 / Revised 17.06.2020 / Accepted 07.05.2020

62



HAYYHbII 0B30P

Beenenne

Peanun mocnemHux MecsIeB MaHIEMAN KOPOHABHpPYCa 3acTa-
BUJIM TI0-HOBOMY OLICHUTb OCOOEHHOCTM HEBPOJOIMYECKOM
MaTOJIOTMU, CTEMEHb BHISIBASIEMOCTH HOBBIX U JEKOMIEHCALIUU
HMMEIOIINXCS 3a001eBaHUIA, KOraa JaHHAst KOMOPOUIHOCTD CTa-
HOBMTCS PE3KO YrpoXxarolleil 3M0pOBbi0, B TOM YUCIIE TPUBO-
JSILEN K TparnueckKuM UCXOJaM.

KopoHnaBupyc mpencTaBisieT coboil 3HAUMMBIN ITATOTCHETH-
YeCKUH areHT, B MEPBYIO OYepeb MOPAXKAIOIINI IbIXaTeTbHbIE
mytd. YeThipe SHIEMUYHBIX YETOBEYECKHMX IITaMMa KOpOHa-
Bupyca: HCoV-229E, HCoV-NL63 (tak Ha3biBaeMblil anbda-
CoV), HCoV 0C43 u HCoV-HKUI (6era-CoV) sBnsroTcst
(B ymucae Apyrux) BO3OYIUTENSIMU OOBIYHOW «IpOCTyAbl» [1].
CHayajia HOBOTO ThICSYEIETHS OITMCAHBI 1BA HOBBIX LIITAMMa KO-
poHaBupyca — SARS-CoV (severe acute respiratory syndrome)
B 2003 . ® MERS-CoV (Middle-East respiratory syndrome) B
2013 . B xoHue 2019 . BO3 coob1iiia 0 HOBOM KOpOHaBUpYce
(SARS-CoV-2) y mameHToB ¢ mHeBMOHuei B T. Yxanb (KHP).
C mapra 2020 r. BO3 npucBounia HOBOMy 3a00J1eBAHUIO, BHI3bI-
BaeMoMy SARS-CoV-2 — COVID-19 (Coronavirus Disease),
craryc «ma"gemun» [2]. Ha 16.06.2020 B Mupe 3aperucrpupo-
BaHO 8§ 134 990 cnyuyaeB 3aboneBanus, 439 512 netanbHbIX UC-
xoz10B (B Poccuu 545 458 1 7284 cooTBeTCTBEHHO)' .

Knuanueckas xaptuHa COVID-19 o0biyHO pa3BHBaeTCs
cnycts 5—7 nHel moce 3apaxeHus [3] ¥ BKJIIOYaeT Kaleab
(79,4%), muxopanky (77,1%), ombiiky (56,5%), Muanruu
(23,8%), mmapewo (23,7%), tomHory u psoty (19,1%) [4].
B GosbiimHcTBe ciydaes (mopsinka 80%) MHGEKIus MpoTeKaeT
B JIETKOM M/MJIM aCUMIITOMHO# (opme. OmacHOCTh 3a001¢Ba-
HUsI COCTOMT B CTPEMUTEILHOM HapacTaHWM TMIIOKCEMMHU Ha
(hoHe ABYCTOPOHHE! MHEBMOHKH, TPEOYIOLLIEH pecIMPaTOPHOI
MOIEPXKKHY. MIcKimovast ciyyan pa3BUTHS JbIXaTeIbHOM Hemo-
CTATOYHOCTH W JPYTHMX IPOSIBICHUI BUPYCHOM ITHEBMOHUH,
TeueHue MHMEKIMU He OTIMYAETCH OT CE30HHBIX BMPYCHBIX
pecrupaTopHbIX 3aboneBaHuii. CIOCOOHOCTM NTaHHOTO Ta-
TOreHa K MOJIHMEHOCHOMY PAaCIIPOCTPAHEHMIO OOYCIOBJICHBI
TEM, YTO 0 KIMHUYECKUX TPOSIBIICHUI CYLIECTBYET IOBOJBHO
IUTATETbHBI MHKYOALIMOHHBIN niepron (1o 14 mHeii), Bo Bpe-
MsI KOTOPOTO MH(UIIMPOBAHHbIE, HO BHELIHE OECCUMITOMHbIE
JIIOII CTIOCOOHBI K 3apaxeHuto apyrux. SARS-CoV-2 upe3Bbl-
YajiHO BUPYJICHTEH? C BHICOKUM YPOBHEM IIepeaaunt (HE TOIbKO
BO3/YLITHO-KATEIbHBIM MTYTeM, HO ¥ KOHTAKTHBIM, OBITOBBIM,
(heKaIbHO-0paJIbHBIM)>,

OnHako TopaxeHWe IbIXaTeJbHOM CHCTEMBI, MO BCEH BUIM-
MOCTH, He SIBJISIeTCSl HY €IMHCTBEHHBIM, HY UCKITIOUUTEbHBIM
cunapomom COVID-19: B HacTositieM 0030pe MbI OCTAHOBUM-
s Ha JOCTYITHBIX HaM CBUIETENbCTBAX BOBJIEUCHUs HEPBHOM
CHCTEMBI TIPH 3TOM 3a00/IeBaHU Y.

Hesponormyeckue cummromsl npu COVID-19

OcTpble pecrUpaTopHble BUPYCHBIE MH(EKIMU YaCTO COIPO-
BOXIAIOTCA HECTEHU(PUIECKIMY CHMIITOMAMHU, ACCOLMUPO-
BaHHBIMU C OOIIMM OTBETOM OpraHM3Ma Ha MaTOJOTMUYECKUI
npoliecc. BkioueHreM MOI0OHOTO poja TMPU3HAKOB MOXHO

" URL: https://www.worldometers.info/coronavirus (aara o6patieHuns 29.04.2020).

2 Center for Disease Control and Prevention. Evaluating and testing persons for Coronavirus
disease 2019 (COVID-19). URL: https://www.cdc.gov/coronavirus/2019-nCoV/index.html
(para obpalienmns 29.04.2020).

® World Health Organization. Guidance for healthcare workers. https://www.who.int/
emergencies/diseases/novel-coronavirus-2019/technical-guidance/health-workers (nara
o6pateHuns 29.04.2020).
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OOBSICHUTD TOCTATOYHO BBHICOKMIA TIPOIIEHT HEBPOIOTMYCCKOIM

CUMIITOMATUKHU, onucaHHblil L. Mao u coasr. [5]. Tak, u3 214

nanueHToB ¢ moaTBepxneHHEIM COVID-19 B YHuBepcuteT-

ckoM rocriutane I. Yxanb (KHP) HeBposiornueckue npospie-

HUs orucaHbl y 78 00/1bHbIX (36,4%), IpryeM paszieieHbl OHU

Ha 3 KaTeropuu:

* CHUMIITOMATHKA CO CTOPOHBI IIEHTPATbHON HEPBHOW CH-
CTeMHI (TOJIOBOKPYXEHME, TOJIOBHASI 00Jb, HAPYIICHHE CO-
3HaHMS, OCTpasl LepeOpOBaCKYJ/IsIpHasH MaTOJIOTHsI, aTaKCUs
Y CYIOPOXHbBIE IPUCTYTIBI) — B 24,8% cryvaes;

* CHUMIITOMaTHKa CO CTOPOHHI MepupepuIecKoii HEepBHOM
CUCTeMBbI (HapylIeHWe BKyca, OOOHSHHUS, 3peHHS, a TaKKe
HeliponaTiyeckuii 6oneBoi cuHapom) — B 8,9%;

* TOpaXeHME CKEJNETHBIX MBI (MUAITUU, aCCOLIMMPOBAH-
HBbIe C TIOBHIIIEHHEM YpOBHS KpeaTMH(OCHOKMHAZHI) —
B 10,7%.

OcHoBHasl YacTh CUMIITOMOB Pa3BMBAIaCh HOCTATOYHO PaHO
(1-2 mHs oT Havyaa MHGEKIMK ), OTHAKO Y HEKOTOPBIX MallMeH-
TOB HEBPOJIOTMYECKASI CHMITTOMATHKA BO3HUKJIA 10 TIOSIBIICHMST
xapaktepHoil 111 COVID-19 kinuHuYeckoil KapTUHbI. Takue
MpPOSIBJIEHNS, KaK OCTPbIE HAPYLIEHUSI MO3TOBOTO KPOBOOOpa-
IIEHNS, HAPYIIEHUS CO3HAHUS 1 TIOBPEXIEHIE MBIIIIL, HA0JII0-
JIAJIACh Yallle Mpu OoJiee TSKEIOM TeUeHUH 3a0071eBaHusl.

Ha ceromHsimHuii ieHb aHOCMMUS, THTIOCMUSL M IUCTEB3MSI IPOY-
HO CTaJIi accouMMUpoBathes ¢ pacnpoctpanenuem COVID-19.
YacTo BcTpevarolnieecss COCTOSIHUE TUC(HYHKIUM OOOHATEIb-
HOU CHCTEMBI 00YCIIOBIEHO TIPEUMYIIIECTBEHHO BO3IYIIIHO-Ka-
MeJbHBIM METOZIOM Tepefayn M Pa3BUTHEM JeTeHepaluy BO-
JIOCKOBBIX KJIETOK OOOHSTENIbHOTO SMUTENUs IO JAeHCTBIEM
Bupyca [6].

B VYuusepcurerckoit GonpHuile T. CtpacOypr (Ppanims) B
teyeHue 1 mec (¢ 03.03.2020 . mo 03.04.2020 r.) HaGmODAIM
58 MalMeHTOB ¢ OCTPBIM PECIUPATOPHBIM JUCTPECC-CUHIPO-
MoM, BbI3BaHHBIM SARS-CoV-2 [9]. HeBposiormyeckue mpo-
SIBJICHUS OTMeYanuch y 8 (14%) MalueHToB NPy MOCTYILICHUN
B OT/eJIeHe MHTEHCUBHOM Tepanuu U Yy 39 (67%) nauueHToB
TOCJIe MTPUOCTAHOBICHUST CENAaTUBHOM Tepanmuyd U MMOpesaK-
CAaHTOB B BUJIE PACCESHHBIX MMPAMUIHBIX 3HAKOB (IOBBIIIE-
HUE CYXOXWIBHBIX pe(IeKCOB, KIOHYCHI, ITaTOJOTHYECKUE
pediekcr). Y 15 (33%) u3 45 BHIMUCAHHBIX MAIMEHTOB Ha-
OJTIOMAIOCh HApYIIEHUE MCIOJTHUTEIBHBIX (DYHKIINIA: HEBHM-
MaTeJIbHOCTh, N€30pUEHTAlMsT WM AucKoopauHauus. [Ipo-
BeJIEHUE HEMPOBU3YAIU3ALMU A7 OOBSICHEHUST KIIMHUYECKUX
CHMIITOMOB 3HIIe(anonatiy y 13 maiyeHToB BhIIBUIO Y 00JIb-
nieit yactu nosbilieHue MP-curHana or 060/104eK TOIOBHOTO
MoO3ra M CHIDKCHHE Tep(y3uu B JOOHO-BHCOYHOM 00JaCTH.
V 2 «acuMnTOMHBIX» (B TUIaHE OYAroBOil CUMNTOMATUKM) Ta-
IIIEHTOB BBISIBJIEH HEOOJIBILON O0Yar UIIEMUYECKOTO NHCYJIbTA.
[Mpu snexTposHuedanorpaduu (3DI) He ObUIO OOHApYyXe-
HO crienMuIecKux U3MeHeHn y | maryenTa u3 8, KOTopbiM
MIPOBOAMIIOCH TAHHOE MCCIEIOBaHUE, OTMEUEHO 3aMeICHUE
OCHOBHOTO pUTMa B JIOOHOW 00JacTu ¢ 0b6eux cTopoH. [Ipu
aHaJIM3e JIMKBOPA y 7 MAIMEHTOB JaHHBIX 32 HAIMYUE IIUTO3a
MOJy4eHO He ObLIO; y 2 MAlMEHTOB OMPEAENSICS ONUTOKIO-
HAJIbHBINA CUHTE3 aHTUTEN; y | mamueHTa ObUT MOBBIIIEH YPO-
BeHb Oenka u IgG. TP B pexume peanbHOro BpeMeHU Ha
SARS-CoV-2 6bL1 0TpULIATENBHBIM Y BCEX 7 MALIEHTOB.

Llepebposackyaapras namonoeus npu COVID-19
OnHoIt U3 BenyluX NPUYMH Pa3BUTHS HAPYIICHUI MO3TOBOIO

KpOBOOOpaIIEHUsI MOTYT ObITh UBMEHEHUS B CUCTEMAX reMope-
oJloru ¥ remocTaza. Hanbosee yacTo mpu vileMUUECKUX Ha-
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Tabmnua 2. HeBposornueckune cummrombl COVID-19 (mo [13])
Table 2. Neurological symptoms of COVID-19 [13]

WUcTounuk
Source

Mao L.
etal. [5]

LiY.
etal. [10]

Huang C.
etal. [14]

Yang X.
etal. [15]

Wang D.
etal. [16]

Chen N.
etal. [17]

MeToab!
Methods

PeTtpocnekTueHoe
nccnepoBaHue
214 nauneHToB

Retrospective study
of 214 patients

PeTtpocnekTueHoe
uccnegosavue
214 nauneHTos

Retrospective study
of 214 patients

PeTpocnekTneHoe
nccnepoBaHune
41 nauneHToB

Retrospective study
of 41 patients

PetpocnekTneHOe

nceneaoBaHne 52 naumeHToB
B KPUTUYECKOM COCTOSIHUM

Retrospective study

of 52 critically ill patients

PetpocnekTneHoe
NccnefoBanHune
138 nauueHToB

Retrospective study
of 138 patients

PetpocnekTnBHOe
1ccnesoBaqme
99 nauneHToB

Retrospective study
of 99 patients

De6tot
HEBPOJIOrMYECKUX OCNIOXKHEHMI
Neurological symptoms

Yacrota natonorun LUHC —
25% (ronosHas 60nb 13%,
rofioBOKpyxeHue 17%,
HapyLeHns co3Hanms 8%,
LIB3 3%, aTakcus 0,5%,
anunentuyeckuin npuctyn 0,5%)
CNS pathology frequency 25%
(13% headache, vertigo 17%,
altered consciousness 8%,
cerebrovascular pathology 3%,
ataxia 0.5%, seizures 0.5%)

Mwemmnyecknit NHCYNbT 5%,
TPOMG603 LiepebpanbHbIX
BEHO3HbIX CUHYCOB 0,5%,

BHYTPMMO3roBsoe KposouanusHue 0,5%
IS 5%, cerebral venous
sinus thrombosis 0.5%,
intracerebral hemorrhage 0.5%

[onosHas 6051b 8%
Headache 8%

[onoBHas 60b 6%
Headache 6%

lonoBokpyxeHue 9%,
ronosHas 60nb 7%
Vertigo 9%, headache 7%

HapyLuenus cosHauus 9%,
ronosHas 60sb 8%
Altered consciousness 9%,
headache 8%

Hesponornyeckwe acnextsl COVID-19

uuggp?::;;i“uﬂm HIEEL
p A0Ka3aTenbHOCTH
uccneaoBaHus

Study limitations e

HeT gaHHbIX
06 uccnegosanuu LICXK,
HET AaHHbIX 3T,
HET YeTKOro onmcaHms 1]
HEBPONOrMYECKNX CUMMTOMOB
No CSF exam, no EEG,
no symptom description

[pyrue HeBponorun4yeckue
COCTOSIHUS U CUMMTOMbI
He BObIfIN OCBELLEHbI Il
Other neurological conditions
were not described

He nccneposanuch
HEBPOJIOrMYECKINE OCNOXKHEHMS,
HeT aHanu3os LICXK,

HET JaHHbIX 0 npoBeaeHun I3
No description
of other neurological conditions,
CSF exam, no EEG

He nccneposanuch
HEBPOJIOrMYECKIE OCNOXKHEHMS,
HeT aHann3oB L|CXK, HeT AaHHbIX
0 nposefeHnu 33 Il
No description of other
neurological conditions,
no CSF exam, no EEG

He nccneposanuch
HEBPOJIOrMYECKINE OCNOXKHEHMS,
HeT aHanu3oB LICXK,
HET [aHHbIX 0 npoBeaeHUn I3 Il
No description of other
neurological conditions,
no CSF exam, no EEG

He nccneposanuch
HEBPOIOrMYECKIE OCNOXKHEHMS,
HeT aHanu3oB LICXK,
HET AaHHbIX 0 NpoBeAeHun 33 Il
No description of other
neurological conditions,
no CSF exam, no EEG

Mpumeyanue. LHC — uenTpansbHas HepsHas cuctema; LIB3 — uepebposackynspHble 3a6onesaqus; LICXK — Lepe6pocninHanbHas XuakocTb.
Note. CNS — central nervous system; CSF — cerebrospinal fluid; IS — ischemic stroke; EEG — electroencephalography.
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PYIIEHUSIX MO3TOBOTO KPOBOOOPALIECHMS, COMPOBOXKIAIOIINX
COVID-19, ommchIBaloTcsl TPOMOOIUTOIICHNS W TIOBHIIICHHE
ypoBHs1 D-1umepa [8]. [ToBbieHue ypoBHeit C-peakTMBHOTO
Oenka u D-nuMepa, CBUAETENBCTBYIONIEE O HAMPSIKEHHOM BOC-
HaJIMTeIbHOI peakIMy 1 IIaTOJIOTMU KOAryIsiMOHHOIO KacKa-
JIa COOTBETCTBEHHO, MOXET UIPaTh 3HAYMMYIO POJIb B MaToOre-
He3e HapyLIEHMs] MO3TOBOrO KPOBOOOPALlEHHUS Y TALIEHTOB C
COVID-19.

N3 nadmonaBuxes FA. Klok u coaBrt. [9] 184 mamueHToB
¢ I0CTOBepHOI MHeBMOHuUeM, BbizBaHHONH SARS-CoV-2, y
31 mamumeHTa pa3BMINCH TPOMOOIMOOIMYECKHUE OCIOXKHE-
HUS, U3 KOTOPBIX MIIeMUIECKII MHCYJIBT OBLT JUarHOCTHPO-
BaH Yy 3 (8%) uemoBex.

YactoTta pa3BUTHS LEpeOPOBACKYISPHON MATONOTUU B MPO-
aHanm3upoBaHHBIX Y. Li 1 coasr. [10] 221 ciaygaes ¢ COVID-19
cocraBmia 5,9% (memuaHa Bospacta 73,5 roma). BombimiH-
CTBO TMAIMEHTOB (1 = 11) mepeHecI0 MIeMIIeCKUi MHCYIIBT,
y 2 NMalKMeHTOB IMarHOCTUPOBAHbI TPOMOO3 1iepeOpaIbHBIX Be-
HO3HBIX CUHYCOB (7 = 1) M BHYTPHMO3rOBOE KPOBOM3IMSIHHUE
(n=1). B cpemHeM HapylIeHNsT MO3TOBOTO KpOBOOOpAIIEHUS
pa3BuBaINCh Yepe3 10 DHEH 1mocite TMOSBICHUS TEPBBIX CUM-
nToMoB SARS-CoV-2. U3 11 mamueHToB ¢ HIIEeMUYECKUM
WHCYJIETOM Y 5 MAIMeHTOB OBIT aTepOTPOMOOTHYECKUIA MOA-
THIL, ¥ 3 — KapIuodaMOOMMIecKuil, y 3 — JaKyHapHbIid. JlaH-
Hasl TOATpPYINa MallMeHTOB B LIEJIOM OTJIMYaIach 6osee Tsxe-
JBIM TedeHWeM WH(QEKIIMOHHOTO IIpoIecca M BBIPAXEHHOM
KOMOPOMIHOCTBIO ¢ HAIMYMEM TaKUX (haKTOPOB PHCKa, Kak
apTepuajibHasl TUTIIEPTOHMSI, CaXapHbIi Jra0eT, MIIeMuJIecKast
0oe3Hb cepaua.

NimemMmraecKuii MHCYIIBT MOXeT SIBUThCs Aebrotom COVID-19
[11] (tabn. 1). Omy0aMKOBaHBI TaKXe KIMHUYECKUE NaHHBIE
5 manueHToB, nepeHecx B pesyastare COVID-19 umemu-
YeCKUI MHCYNBT B 6acceiiHe KPYIMHBIX LiepeOpalbHbIX apTePUil.
[IpumeuarenbHO, YTO BCe MalMeHTh He gocturin 50 get [12].
[MomeITKa CHCTEMATH3AINM JaHHBIX O HEBPOJIOTUYECKOM CHM-
nromatuke COVID-19 npusenena B padote [13] (tabm. 2).

Bocnanumenvnoie 3ab60nesanus [[HC npu COVID-19

CuuTaercs, uto BUpycH MoryT mpoHukarth B LIHC remartoreH-
HBIM ITYTEM WJIM TIPX MTOMOILY PETPOrpafHOro HEHPOHATbHOTO
tpancroprta [18]. Mo noctuxennu LIHC BUpychl MOTYT BBI3bI-
BaTh U3MEHEHMS B HelipoHax. OO 3TOM CBUIETENbCTBYIOT JTaH-
Hbie J. Gu u coaBT. [19], KoTopble 0OHAPYXUIIU TUCTOATOJIO-
TMYeCKHEe N3MEHEHMS B KOPE U THIIOTaIaMyce Y § TIAIMEHTOB C
SARS. Ha moaenu rpeI3yHOB ObLIO MOKA3aHO, YTO HEKOTOPhIE
KOPOHABHMPYCH MOTYT IMPOHUKATh 10 OOOHATEILHOMY TPAKTy
MIPU MHOKYJISALMHU B HOCOBYIO TOJOCTh. Tak, K 4-M CyTKaM OT
JIHS 3apaXeHus BUpYC 0OHApYXUBAJICS B OOOHATENBHOM KOpe,
ctBosie I'M u criunHoM Mmosre [20]. Bopneuenue ctBona I'M
MOXKET SIBJISThCS KIIMHUYECKH 3HAYMMBIM, TTIOCKOJIBKY TaM CO-
TepXKatTcs SiIpa, COCTABIIAIONINE TbIXaTeIbHBIN HeHTp [21].

B uccrenoBanuu Y. Wu 1 coaBr. [22] moKa3aHO, 9TO OTHUM U3
BapraHToB TeueHuss COVID-19 spnsercs pa3Butve MEHMH-
rosHuedanuta. B cratbe moapoOHO OMUCAHBI KIMHUYECKUE
ACIIEKTHI, B CBSI3U C YeM MMEET CMBICI O0Jee IeTaTbHO PaCcCMO-
TPETh OIMH KJIMHUYECKUN CITydai.

Tayuenmka, 42 e00a, ¢ N30LITOYHON Maccoii Tejla MOCTYNUIa
B rocriutajb Jloc-AHXeneca ¢ ros0BHO# 60JIbI0, BHICOKOM TeM-
MePaTypOii U pa3BUBIIMMCS CYIOPOKHBIM CUHAPOMOM. B coma-
THYECKOM CTaTyce: YacToTa AbIXaHusI 20 B MUHYTY, TeMIIepaTypa
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tena 38,6°C, carypauus Kuciaopona 99% npu mogaye KMCIOPO-
Jla yepe3 Ha3aJIbHYI0 KaHIOJII0 CO CKOPOCTBIO 2 JI/MUH, apTepu-
albHoOe JaBieHue 126/68 MM pT. CT., MPU3HAKOB PeCMpaTop-
HOTO TUCTPecC-CUHIpOMa He oTMedanoch. IlammeHTka Obuia
B CO3HAaHUM, HECKOJbKO COHJIMBA, OPUEHTUPOBAHA B MECTE,
BpeMEHM ¥ COOCTBEHHOI JMuHOCTH. OTMEYanach pUuriaIHOCTh
3aThIIOYHBIX MBI, BbhIpaXeHHas (GoTodobus. MeleyHas
cuiia B KOHeYHOCTsIX coxpaHeHa, mpu KT I'M ¢ BHyTpuBEeHHBIM
KOHTpacTHpoBaHueM — 6e3 oyarosoit natojaorun I'M. B ICK
onpenensics TMMQPOLUTAPHBINA IeHoNUTo3. PeHTreHOrpadus
OPraHOB IPYIHOM KJIETKU HE BBISBIIA IPU3HAKOB MMOPAXEHUA
JierkuX. Bbliv Ha3HaueHbl aHTUOMOTUKM (Le(TPUAKCOH, BaH-
KOMUIIMH), Ha (pOHE IpHeMa KOTOPHIX TeMIIepaTypa Teja He
CHMKaJIach, B CBS3U C YeM K Tepamnuu ObL1 100aBIeH aluKIIO-
BUp. B TeueHue cnemyrommx 48 4 TeMmepaTypa ocTaBaiach B
npenenax 39,0°C, K Tepanuu 100aBIeHbI IPOTUBOCYIOPOXHBIC
npenaparsl (1Mo gaHHbIM DDI anuaenTUPOPMHOI AKTUBHOCTU
He BBISIBJIEHO). 3a BpeMsI TOCIIMTAIM3AIMI TPYKIBI IIPOBOIILIH
peHTreHorpadryeckoe UccaenoBaHKe JETKUX, IO pe3yabTaTaM
KOTOPOTO He OOHAPYXWIM IPH3HAKOB IMHeBMOHMM. Ha 3-m
CYTKM TOCIUTAIM3aLMKU B HEBPOJIOTMYECKOM CTaTyce OTMeya-
JIach OTpULATENbHAS IMHAMUKA C Pa3BUTUEM SHIIE(haToNaTuu
C TAJUTIOMHATOPHBIM CUHAPOMOM, TIOTEPH IIPOCTPAHCTBEHHOIA
1 BPEMEHHO! OpUEHTALMHU, STTU30JaMU TICUXOMOTOPHOTO BO3-
oyxnenus. Ilocne HasHaYeHWS JIeBeTHpalleTaMa ITOBTOPHBIX
CYIOPOXHBIX TPUCTYIIOB HE OTMEYaaoch, IMCHMXOMOTOPHOE
BO30YXICHNE PETPecCHPOBATIO. YUUTHIBAS IPOMOJIKAIOLIYIOCS
JIUXOPAIKY, ObUT BBITIOJTHEH aHaNIu3 (Ma30K U3 HOCOTJIOTKH) Ha
SARS-CoV-2. ITocie nonyyeHus MON0XKUTEIbHOTO pe3y/ibTaTa
MIPOBOAMIACH TEPAIUS THAPOKCHXIOPOXUHOM C TTOJOXHUTEITb-
HeIM 3¢dekTom. Ha 9-e cyTKM rocnmuranu3aluy COCTOSTHUE
3aMETHO YJIy4IIMIOCh. TecTHpoBaHWe JTMKBOpa Ha HAIMIUE
SARS-CoV-2 He npoBoauioch (He ObLIO TEXHUYECKON BO3-
MOXHOCTH), HECMOTPSI Ha 3TO TOCTaBJIEH IMATHO3 — BUPYC-
HBII MeHMHT03H1IeGanuT Ha hoHe COVID-19 mpu oTcyTcTBUM
PeCMpPaTOPHbIX MPOSIBJAEHUIT KOPOHABUPYCHON MH(EKILIUY.

L. Zhou u coaBt. [23] onucanu ciay4ail BUpYCHOro 3HUE(a-
JMTa y MalueHTa 56 JieT ¢ MOATBePXKACHHBIM TUarHO30M
COVID-19, npuyem SARS-CoV-2 ob11 BoizesneH B LICK. N.
Poyiadji u coaBrt. [24] mpencTaBuIv NepBbli caydail mpeano-
noxutensHo COVID-19-accormmpoBaHHON OCTpOil HEKPO-
TU3MPYIOIIEH TeMOpparnveckoil aHIedatonaTuu — peaKoro
3a00J1eBaHUS, KOTOPOE OOBIYHO CBSI3aHO C APYTHMU BUPYCHBI-
MU UHGeKUMIMU. B ero maroreHese 0onbliioe 3Ha4YeHUE TIPU-
MUCHIBACTCS TaK HA3bIBAEMOMY <«IIUTOKMHOBOMY IITOPMY»,
3HAYUTEJIbHO MOBHIILIAIOIIEMY IIPOHUIIAEMOCTD reMaToa1ieda-
JIMYecKOoro bapbepa.

[ToMuMO TIPSIMOTO MOBPEKAEHUST BAPYCHBIMM YaCTHLIAMU KJle-
TOK OpraHM3Ma, BUPYCHI 3aIyCKAIOT KacKax MMMYHOIIATOJIOTH-
YeCKMX peaklMii ¢ pa3BUTHEM HEpOMMMYHHBIX 3a00/1€BaHUIA,
OJHUM M3 KOTOPBIX sIBJIsieTCs cuHApoM Tuitena—bappe [18].

Cundpom Tuiiena—bappe npu COVID-19

PaccMoTpuM OMBIT HalIMX 3apyOeXHBIX KOJJET, HaOmogaB-
IIMX HECKOJIbKO CJTyJaeB pa3BUTUS cMHApoMma [uitena—bappe
Y IALMEHTOB, IIEPEHECIIMX OCTPBIA PECIIMPATOPHBINA CUHAPOM,
BbI3BaHHbINA SARS-CoV-2: y 4 mauueHToB ObLIN MOJ0XUTEb-
HBIC TeCTHI (OTHEIsIeMOe U3 HOCOIJIOTKH), Y | MalMeHTa — OT-
punartesbHble pe3yasTathl TP, HO monoXuTeNbHbIE cepoIio-
TUYECKHE TeCThl (CBIBOPOTKA). [lepBBIMM CHMIITOMaMU OBLIa
CI1a00CTh B HIDKHMX KOHEYHOCTSX C TIOCTEIICHHBIM Pa3BUTHEM
Cl1ab0CT MUMMYECKOW MYCKYJaTyphl (IBYCTOPOHHEH), aTak-
CHeii, POrpeccUpoBaHKEM [0 TeTparieruu ot 36 4 10 4 cyT.
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Tabmmma 3. CBomuble JaHHbIe MO NamuenTaM ¢ cuaapomoM Initena—Bbappe n noxreepxnennsiv COVID-19

Table 3. Summary of patient with Guillain—Barre and COVID-19 characteristics

B0 HeB lﬂ:)?::eckux naﬁnoa::tl;leublx
BO3pacT CrtpaHa p parop o
; CUMNTOMOB uccneaoBaHui
Patient, Country . .
Time of neurological Laboratory
gender, age -
symptoms onset findings
7-8 CyTKM o
HopmanbHbIit
JKeHLmMHa, 0T Ha4ana imxopagku,
ypOBeHb 6enka
77 net Ntanns KaLuns, aree3um
B LICXK
Female, [taly Day 7 from fever, .
. Normal protein
77yrs cough and ageusia .
in CSF
onset
Myx4uHa, IGEL benok B LICXK
0T Ha4ana nmxopagku
23 ropa WTtanus 123 mr/an
1 chapuHruTa .
Male, Italy CSF protein
93 vrs Day 10 from fever 123 ma/dl
y and pharyngitis onset g
10-e cyTkm
My>4unHa, benok B LICXK
0T NOSABJIEHNA
55 net Wtanus VIXODAAKM 1 KaLLns 193 mr/an
Male, [taly pan CSF protein
55 vrs Day 10 from fever 193 ma/d|
y and cough onset g
My>4uHa, TG benok B LICXK —
0T Hayana Kawuns
76 net Wtanus HopMma
11 aHOCMUK .
Male, [taly Normal protein
Day 5 from cough .
76 yrs . in CSF
and anosmia onset
7-8 CYTKM OT Ha4ana
MyxxymHa,
aHOCMUKN 1 ares3nu benok 40 mr/gn
61 roa Nranus .
Day 7 from CSF protein
Male, [taly .
anosmia and 40 mg/dl
61 yrs .
ageusia onset
11-e cyTKM
My>4uHa,
0T Ha4yana Kawuns benok 166 mr/an
64 ropa ®paHuus .
1 IUXopagKku CSF protein
JEIE, e Day 11 form cough 166 mg/dl
64 yrs

and fever onset

HeBponoruyeckue
CUMNTOMbI MPT
Neurologic MRI
manifestations
'M: Hopma.
Apednekcus,
pech CM: ycuneHue
TeTpannerus,
curHana
napecreaus
. KOPELLKOB
Areflexia, o
tetraplegia Brain: normal.
S SC: spinal root
paresthesia
enhancement
['M: KopeLuKu

Cnaboctb
NINLEBOIA MyCKYNaTypbl,
apedekcus, atakeus
Facial weakness,
areflexia, ataxia

NNLEBLIX HEPBOB
C 06enX CTOPOH.
CM: Hopma
Brain: facial nerve
root enhancement

SC: normal
'M: Hopma.
CM: ycuneHue
Tetpanapes, cna6ocTb
NNLEBOI MYCKynaTypbl chrHana ot
. KOPELLKOB
Tetraparesis, o
. Brain: normal
facial weakness o
SC: spinal root
enhancement
Tetpanapes, 'M: HopMma.
apednekcus CM: Hopma
Tetraparesis Brain: normal
and areflexia SC: normal

CnabocTb
NNLEBOR MyCKynaTypbl,

['M: HET JaHHbIX.
apeddneKcus, HIKHAS

CM: Hopma
napannerus .
. Brain: no data
Facial weakness, )
. SC: normal
areflexia, lower
paraplegia
Tetpanapes,
apeg)nelfcm HeT paHHbIX
No data

Tetraparesis, areflexia

Mpumeyanue. CM — cnuHHoi mMo3r; MPT — mMarHuTHO-pe3oHaHcHast Tomorpacdms; BT — BHYTpUBEHHbIA MMMYHOTNIOGYNNH.
Note. CSF — cerebroaspinal fluid; SC — spinal cord;MRI — magnetic resonance imaging; IVIG — intravenous immunoglobulin

MHTepBan OT MOCTAaHOBKM IWAarHO3a KOPOHABHPYCHOM ITHEB-
MOHUHU JI0 Pa3BUTHS HEBPOJOTMIECKON CUMIITOMATUKYU Bapbt-
posan ot 5 go 10 gHe#t (Tabha. 3). B nukBope 2 3 5 mauueH-
TOB OMNpEAEISICS HOpMAJIbHBIN YPOBEHb OeliKa, JeMKOLIUTOB,
OTCYTCTBOBAJIM aHTUTeNa K TaHrauosuaam, a [P B pexume
peansHoro BpeMenu Ha Hammunme PHK SARS-CoV-2 Takke
MoKasajia OTpuIlaTeNbHbIi pe3yasTaT. [lo JaHHBIM 37eKTpo-
(buznonornyeckoro  00CIENOBAHUS OTMEYEHO CHUXEHUE
AMIUIMTYIBl MOTOPHOTO OTBeTa. Y 3 MallMeHTOB BHISIBJICH aK-
COHAJIbHBIN BapuaHT cuHapoma [uitena—bappe, y 2 — nemue-

Wcxon yepes 4 Hep
Week 4 outcome

2 unkna BUT.
OcTaeTtcs cnabocTtb
BEPXHUX KOHEYHOCTel
2 cycles of IVIG.
Upper extremities
weakness remains

BUT. YmeHblueHne
aTakcuu napesa
MUMUYECKON
MYCKynaTypbl
IVIG. Improvement
of ataxia and facial
weakness

2 umkna BAT.
Ocraercs
TeTpannerus
2 cycles of IVIG.
Tetraplegia remains

He6onbLioe
ynyyLieHue
Small improvement

MpucoeanHeHne

BTOPMYHON 6aKTepUanbHON
MHEBMOHNW, COXPAHAETCS

HEBPOJIOrMYeCKunin
necouunt
Bacterial pneumonia,
neurological deficit
remains

HeT paHHbIX
No data

JUHU3Upyomui BapuadT. 1o nanusiM MPT ¢ KoHTpacTHpo-
BaHMEM 3a(pUKCUpoBaHO ycuieHrue MP-curnana ot Kkopeuikos
JIMIIEBBIX HEPBOB Y | MaIMeHTa, OT 3aIHUX KOPEIIKOB CITMHHO-
MO3TOBBIX HEPBOB — Y 2 TTAIIMEHTOB. Bce manmeHTsl morydamm
Tepanuio UMMYHOTJIOOYJIMHOM BHYTPMBEHHO, TIPMYEM Yepe3
4 Hem OT Havaya TepalMy 2 TAIMEHTa OCTANCH B OTHCICHUH
UHTeHCUBHOM Tepanuu Ha UBJI, 2 manmeHTa mpogosrkanu pea-
OMJINTAIINIO C COXPAHSIIOMIMMCS HEBPOIOTMUCCKUM TE(HUITUTOM
B BUJI¢ Mapamapesa, | malueHT MOT CaMOCTOSITEIbHO TIepeIBU -
ratbesl. MuTepBan 5—10 nHeit oT Hauaaa BUpYCHOro 3a00JieBa-
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HUSI 10 MAHU(ECTALINY KIIMHITYECKUX TIPOSIBIICHUH TIOJTHOCTBIO
COBIIAJAET C MOJOOHOM KapTUHON U MpU APYTUX UHQPEKIUSIX,
MHIYLMPYIOLIMX pa3BUTHe cuHapoMa [iiteHa—bappe [25].

Hpyroii ciydait — 64-71eTHWI MallMeHT 6e3 COMYTCTBYIONINX 3a-
OosieBaHUI, MOCTYNUBIUMI C TPaBMOH Iuleya IMocje MaaeHus
[26]. Y3 aHamMHe3a M3BECTHO, YTO B TeYEHME 2 CYT Y TallMeHTa
ObUTM BBICOKAsI Temmeparypa u cyxoil Kamenb. [1LIP B pexume
peanbHoro BpeMeHu Ha Hanmuue PHK SARS-CoV-2 nmokazana
TIONIOKUTENbHBINA pe3ynbTat, o naHHeM KT rpymHoll kinetku
BBISIBJIEHO IBYCTOPOHHEE MOPAXEHME TI0 TUITY «MaTOBOTO CTEK-
Ja» 10 25% molany Jerkux. 3a Bpems TOCIUTAIM3ALKUU CO-
XpaHsIaCh BBICOKAs TEMIIepaTypa, ITAIlMeHT IIOoaydaj Iaparie-
TaMoJl, MHCY(IISIIMIO KUCIOPOJIOM Yepe3 Ha3albHYI0 KaHIOMIO
(2—3 1/MuUH), HU3KOMOEKYISIPHBII TEMAPUH, a TAKXKE TIPOTH-
BOBUPYCHYIO Tepamuio (JomuHaBup/putoHaBup 400/100 mr)
NBaXIbl B IeHb B TeyeHue 10 aHeit. Ha 11-e cyTku ot aHs pas-
BUTHSL PECITMPATOPHBIX CUMITTOMOB ITTAIIMEHT ITOXaJI0BAJICS Ha
MapecTe3n B pyKax M HOTax, 3aTeM MOsIBUJIACH CIA00CTh, B TeYe-
HHe 3 CYT pa3BUIICS BSUIBII TeTparapes3, CyXOKUIbHBIC PeIeKCH
OTCYTCTBOBAIU. M3-3a pa3BUTHS IbIXaTeIbHOM HEIOCTATOYHOCTH
naiyeHT nepesesieH Ha MBJI, HayaTo BHYTpMBEHHOE BBEACHUE
ummMyHornooyauHa (0,4 1/Kr B I€Hb), KOTOPOE MPOIOJIKAIOCh
B TeueHue 5 fHeit. [1o maHHBIM 3eKTpoHelipoMuorpaduu, Bbi-
MOMHEHHOM Ha 5-¢ CyTKM TocjIe Ie0oTa HEeBPOJIOIMYECKOM
CUMIITOMATUKM, BBISIBJICHBI MPU3HAKU JeMUETMHU3MPYIOIIETO
nopaxeHus nepudepmyeckux HepsoB; B LICXK He obHapyxeHO
AHTUTEN K TaHTIMO3WAaM, 6eToK — 166 MT/m1. YUuThIBast ocTpoe
pa3BUTKE BBIIIEYKA3aHHOM CHUMIITOMATUKM, ACCOLMMPOBAHHOE
C BUPYCHOI MH(EKIINEH, a TaKKe TaHHbIe Ja00paTOPHBIX M MH-
CTPYMEHTAJIFHBIX METOIOB MCCIIENOBaHMIA, OBLT TIOCTABIIEH M-
rHo3 — cuHapoM Initena—bappe.

3akmoyenne

3a rmocieTHNIe HECKOJIBKO MECSIIIeB HAILIM MPECTABICHHUS O pac-
MPOCTPAHEHHOCTH, MATOTeHe3e W KIMHUYECKOW TeTepOreHHO-
CTH KopoHaBUpycHoii HeBMOHUM SARS-CoV-2 cyliecTBeHHO
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1P BHYTPUTOCITUTATIBHOM
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OcHogHble namoeerHemuyeckue MexaHu3Mbl pa3eumus 6HyMpU2OCHUMAanbHo20 uuemuueckoeo uncyrsma (BITUH) 6 ueaom ve omauuaromes om Kaaccuye-
CKUX, 30 UCKAHHEHUEM CAY4aes Ampo2eHH020 npoucxoxcdenus. B psde cayuaes paseumue BIUH modcem s6umocs pe3yabmamom HedocmamouHol npo-
unakmuru cocyoucmoeo pucka uau 0CAONCHeHUeM MeOUYUHCKO020 8Meuiamenbcmaa. OcoOeHHOCMbIO 0KA3aHUs MeOUYUHCKOU ROMOUU HA COBPEMEHHOM
amane pazgumus 30pagooxpaneris 645emcs HOBbIUeHHAS 0PUOUUeCKas 0MEemCmBeHHOCMb 8payeil 8 C6A3U ¢ WUPOKUMU NPABOBLIMU BO3MONCHOCTS-
MU nAyuerma no 3auume c6oUx npag U 3AKOHHLIX UHMePecos npu noayyenuu meduyunckoi nomowy. Cam axm pazeumus Uncyabma — 3a004e6anus
C BbICOKOI 4aCMOmOll He0AaONPUAMHbIX UCX0008 — NPOMUBOPEHUM CAONCUBUEMYCA 8 00Ujece MHEHUI0 0 2aPAHMUPOBAHHOU «3AUULeHHOCTU»
HAX00AUe20Cs 8 CMALUOHAPe NAUUEHMA OM 803MONCHO20 PA3BUMIUS OPy2020, 0cOOeHHO (0aee MAdCen020 3a001e8aAHUS, U MONCem NOCAYICUMb NOBOOOM
044 cyOebHbix pasdupamenscme. B nacmosujee epems npu nevernuu nayuenmos ¢ BTUH eo3Hukaem mroxrcecmso crodcHocmell, 8 0CHOBe KOMOPLIX Aexcam
omcymemeaue eduH0eo n00X00a 8 cucmeme OPeaHU3AUUL OKA3AHUU NOMOWY HPY OAHHOU NAMOA02UY, 6 MOM HUCAe HA 3aKOHOOamenbHoM YposHe. JlanHbie
MUPOBOI AUMePamypbl, cOOCMBEHHbIX UCCAe008AHUI C8UOCMEACMBYIOM 0 3A0ePHCKAX NPU BbIN0AHEHUY OUAZHOCMUYeCKUX MepOnpUsmuil npu uHcyabme
Y CMAYUOHAPHbIX NAYUEHMO8 U 00Aee HU3KUX HOKA3ameAsX Kayecmed oKa3anus Meouyurckoil nomowu. IIpu 3mom poas ueaoeeuecko2o pakmopa 1645-
emes 8ecoMa CYWeCcmeeHHol U ausem Ha onepamusHocms aeyeGHo-duaznocmuveckux meponpusmuii npu BTUH. Tlpasuavkas opeanusayus oKazanus
Meduuunckoi nomouy npu BIHHU s6asemcs neodxo0umbim ycaoguem, 2apanmupyoumum RauueHman nosyenue ceoespemMerHoll ROMOUU 8 cOomeem-
CMBUL O CMAHOAPMAMY AedeHus, d MeOUUUHCKUM PAbOMHUKAM 6ceX YposHell — pUOUHecKyH 3aujUueHHOCMb.

KimoueBble ci0Ba: aHympueocnumanbHulil UeMueckuil UHCyAbm, 0peaHu3ayus MeOUuyUHCKOIl noOMouU, Kauecmeo MeouyUHCKol NoOMouU;
ropudu4eckas omeemcmeeHHOCMb MeOUUUHCKUX PAOOMHUKOB.

Ncrounnk dhuHancHpoBaHus. ABTODPBI 3asIBJISIIOT 00 OTCYTCTBUM (DMHAHCUPOBAHUS TIPU MTPOBEACHUY MCCIENOBAHMSI.
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LIMEN HACTOALIEU CTAThU.

Anpec ans koppecnonaenuuu: 192242 Poccust, Cankt-IletepOypr, ya. bynanemrckas 1. 3. [BY «Canxkt-Iletepoyprckuit HUU ckopoit
nomouy uM. .M. Ixxanenunze». E-mail: voznjouk@yandex.ru. Bo3niok U.A.

Jlns marupoBamus: Bosuiok M.A., Huxutun E.H., Komomenmues C.B. FOpuandeckue acIieKThl 0Ka3aHWs MEIUIIMHCKON TOMOIIHN TTPH
BHYTPUTOCTIIMTAILHOM UILIEMUYECKOM UHCYIIBTE. AHHAAb KAUHUYECKOU U SKcnepumermanvHoil Heaposoeuu 2020; 14(2): 70-75.

DOI: 10.25692/ACEN.2020.2.9
IMocrymna 29.01.2019 / punsTa B mevyats 17.02.2020

Legal Aspects of Medical Care
in Hospital-acquired Ischaemic Stroke
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Generally, the main pathogenetic mechanisms of hospital-acquired ischaemic stroke (HALS) do not differ from classical ones, except in cases of iatrogenic origin.
In certain cases, HAIS may be caused by insufficient vascular risk prevention or develop as a complication of medical intervention. At the current stage of the
healthcare development, there is an increased legal responsibility of doctors, associated with the broad legal capabilities of a patient to protect their rights and
legitimate interests when obtaining medical care. The very fact of a stroke — a disease with a high rate of adverse outcomes — contradicts the prevailing opinion
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in the society that a patient in a hospital is guaranteed ‘protection’ from the possibility of developing another, especially a more serious illness, and this may give
rise to judicial proceedings. Currently, many difficulties arise in the treatment of patients with HALS, based on the lack of a unified approach to providing medical
care for this pathology, including at the legislative level. Data from the world literature and our own studies demonstrate delays in performing diagnostic measures
in cases of inpatient stroke and lower indicators of the quality of medical care. At the same time, the human factor is critical and affects the promptness of HAIS
diagnosis and treatment. Proper organization of medical care for HALS is a prerequisite for ensuring that patients receive timely care in accordance with the
standards of treatment, and that medical employees of all levels receive legal protection.
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Bsenenue B ycnoBusix Bo3pacTaronnx TpebOBaHMI K MEIUIIMHCKIM pa-
OOTHMKaM B BOIIPOCAX OKA3aHMUS TapaHTUPOBAHHOMN MEIUIIMH-
Buytpurocnuranbhelil nmeMuyeckuit uHcynst (BITUN) — 310 CKOIl TTOMOLIY HACEJIEHUIO B COOTBETCTBUU C AEUCTBYIOLIUMHU
0CTpoe HapylleHre Mo3roBoro KpooobpaiueHusi (OHMK) MOpSIIKaMU M CTAHIApTaMM, HapyUIEHWE TPaBUJI OKa3aHMUs
M0 WIIEMWYECKOMY THITY, Pa3BUBAIOIIEECS y TMAlMEHTOB BO MeIUIMHCKOM moMomiy pu BT MoxXeT IBUThCS IPUYMHOM
BpeMs TOCIIUTAIN3ALUH B CTAIIIOHAD IT0 TIOBOIY OCTPOTO WIIH IUISL aIMAHUCTPATUBHOMN 1 JaXe YTOJOBHOIM OTBETCTBEHHOCTH.
XPOHMYECKOTO 3a00jieBaHMs JMOO sl BBITIOJHEHMS Jieued-
HO-IMATHOCTIYECKOU TIporieaypsl. 1o maHHBIM 3apyOexKHBIX B 00mIecTBeHHOM CO3HAHUM CYIIECTBYET YCTOSIBICECS TTOHS-
nucroyHukos, Ha gomo BITUU B ctpykrype Bcex OHMK mpu- THE O HEBO3MOXHOCTH BO BpPeMSI CTALMOHAPHOTO JIEUYEHUS IO
xomutest 4—17% [1]. Tlo pesynsTatam cOOCTBEHHBIX MCCIENO- MOBOJLY OHOTO 3a00JieBaHUS 3a00J1ETh APYTUM, K TOMY Xe 60-
BaHmii 3a epuoz ¢ 01.04.2016 r. mo 31.12.2018 r. nons BIUU JIe€ TSIKEJIbIM, CTIOCOOHBIM MIPUBECTH K MHBATMIN3ALINY 1 TaXKe
B craioHapax CankT-IletepOypra cocrapisia 4,3% ciydaes JietaabHOMY Mcxony. HecoMHEHHO, CYIIECTBYIOT MPOTHO3UpYe-
WIIeMHAYeCKMX MHCYIBTOB. B HacTosIee BpeMst oKa3aHUe I1o- MbI€, CBSI3aHHBIE C TEUYEHNEM OTIpeIeIeHHbIX 3a00IeBaHU I 1IN
mouu mpu BITUU B Poccun nmpeacraBisieT codoii He 10 KOHIIA BBITTOJTHSAEMbIX MAHMITYJISLMA W BMEUIATENBCTB JOMYCTUMBbIE
PEIICHHYIO TIPOOIeMY, KOMILIEKCHO 3aTparMBaloONIyi0 MHOTHE pucku u ocnoxueHus. BT oTHocuTCS K TOTOOHBIM H3BECT-
acTieKThl PYTMHHOW paboThl cranmoHapa. BIMU saBnsercs HBIM OCJIOXXHEHUSI «OOJNBILIO» CepaeyHO-COCYAUCTON XUPYp-
HEOTJIOXXHBIM COCTOSTHMEM, OKa3aHWe TTOMOIIM MPU KOTOPOM ruy (KJarmaHHasi XUPYPIHs, oIlepallii Ha OTKPBITOM CEpAlle B
TpeOyeT OpTaHM30BaHHOM PabOTHI Bpayeill pa3IMIHBIX CIIEIH- VCIOBUSX MCKYCCTBEHHOTO KPOBOOOPAINCHMS), BMEIIATENIb-
ATbHOCTEM, PAllMIOHAILHOTO MEIUIIMHCKOTO 00eCTIeueHus, 1, CTBaX Ha TMPOKCHMAJbHBIX COCYIaX, Harmpumep, MpH CTEHTHU-
TaKMM 00pa3oM, TIPECTaBIIsIeT COOO0M MHANKATOP OPTaHM3aINI POBAaHUM WIM SHIAPTEPUOSKTOMHMU BHYTPEHHEH COHHOM ap-
JieuebHOro Mmpoliecca B MEAUIIMHCKOM yupexaeHuu. 3BecTHO, Tepuu. Tak, nepronepalMOHHbIA MO3TOBON MHCYJIBT (MHCYJIBT
yro 1t neyeHus BT xapakTepHbl 3a1epXXK1 Ha BCeX 3Tarnax BO BpeMs uiu ciycts 30 cyT nmociie mpoBeAeHuUs1 ONepaTUBHOTO
OKa3aHUs TTOMOIIY B CPAaBHEHWM C MALIMEHTaMH, TOCIIUTAJIM- BMeEIIATeIbCTBA), CUMIITOMATUYECKUI TEITUPUIA paHHETO IO-
3UPOBAHHBIMU B CTALIMOHAD C IUATHO30M «MO3TOBOM MHCYIIBT» CJIEOTIePAllMOHHOTO Teproia, OTCPOYEHHBIE KOTHUTHUBHBIE
9KCTPEHHO Uepe3 MpHEeMHOe OTHeJeHue. YIIYIICHHOE BpeMs, HapYIIEHUS SBISIOTCS OCHOBHBIMU KIMHUYECKAMM THUITAME
B JIOTIOJIHEHHE K UMEIOIIMMCS TPOTUBOIOKA3aHUSAM IS TTPO- TocJIeonepalioOHHON MO3roBoi TucHYHKIMH [3], B KapaIuoXu-
BEJIEHUS] CUCTEMHOI Tpombonutrueckoi Tepanuu (cTJIT), pyprum ux yactora coctapiser 1—3, 7—10 u 10—80% cootsert-
SIBJISIETCS] OCHOBHOM NMPUYMHON HU3KOM M0JIM MALMEHTOB, T10- cTBeHHO [4—6]. [Tpr 3TOM 10 CPaBHEHUIO C APYTUMU KIMHUYE-
JIy9UBIINX periepdy3noHHOE iedeHe B IONOOHBIX CUTYAIIMSX. CKVMU TUTIAMHU TIOCJIEOTIEPAIIMOHHON MO3rOBOW THUCHYHKIIMI
DHpoBacKyIapHble BMeliaTenscrBa mpu BITMU 3auacryio Ho- BI'MU crout Ha mocieaHeM MecTe IO 4acToTe, HO MpU 3TOM
CAT BBIHYXIEHHBII XapaKTep U, KaK CJIeICTBUE, JeYeHUEe TaK1X OTJIMYaeTCs OOJBIIEN TSKECThIO M CTOMKOCTBIO HEBPOJIOTHYE-
MAIMCHTOB TpeOyeT OOJBIIMX 3KOHOMIYECKUX 3aTpaT, Haxe CKUX HapyIICHUI BCEACTBIE KPYITHOOYAarOBOTO TIOBPEKICHMS
B CJIy4ae OTKaza OT MOCaeIHuX [2]. HEPBHOI TKaHU.
IIpoonema BI'MU sBnsieTcsl KOMIUIEKCHON M, TTOMUMO MeIu- B mpouux curyanusx, korna BIMU pasuBaeTcsi B Hempo-
LIMHCKOW COCTABJISIONIEH, BKIIIOYAIOIIEN BOMPOCHI SMUIEMHUO- (UIbHOM OTHENEHUM, B COBPEMEHHBIX pealusx caMm (akT
JIOTHH, TIATOTeHe3a, BRIOOpA BpadeOHOM CTpaTeTni, MePBUIHOM pazButusi BTUU MoxeT ObITh BOCIPUHST KaK HETOIMyCTMOE
1 BTOPUYHOM MPOMUIAKTUKY UHCYIIBTA, 3aTParuBaeT acrekThl, COOBITHE, CPABHUMOE, HATIPUMED, C MONYYeHUEM TPaBMBI CTa-
Ha TIepBBII B3IV, He BXOISIINE B chepy OTBETCTBEHHOCTH Jie- IMOHAPHBIM IIALIMEHTOM BCJEACTBHE HECYACTHOTO CIIydasl.
yaliero Bpava. SABnsisicb MapkepoM 3¢ GheKTUBHOI pabOTHI cTa- M 370 HECMOTPS Ha M3BECTHBIN (PAKT, YTO FOCIUTATU3UPOBAH-
1oHapa, Borpoc BIMU oTpaxkaeT opraHM3ainio HEOTIOKHON HBIC TTAIMEHTHI TIOABEPKEHEI 00JIce BEICOKOMY PHCKY HHCY/Ib-
TTOMOIIY, PaOOTHI ¥ B3aUMOAEHCTBYS ACXKYPHOI CITy>KOBI, BHY- Ta, 4YeM B 00LIEeM HaceleHue B momyaauuu [7]. ObiecTBeHHOe
TPUTOCTIUTAIbHOM JIOTUCTUKY, MEIMIIMHCKOTO CHaOXeHUs, a MHEHME B TAKUX CUTYALIUSIX B 20COMIOTHOM OOJIBIIMHCTBE CITy-
TaKKe OTBETCTBEHHOCTH Bpayda ¥ JIEIeOHOTO YIPEKICHIMS TIepe YaeB BBHICTYIAET Ha CTOPOHE MAILMCHTA, a BUHOBATBIMU @ priori
MALMEHTOM M MEIUIIMHCKUMHU CTPAaXOBBIMU OPraHU3allUSIMU. OKa3bIBAIOTCS MEIMIIMHCKIE PAOOTHUKY 1 TOJDKHOCTHBIE JIUIIA,
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SIKOOBI HeHa/JIexKaluM 00pa3oM BHITIOIHSBIINME CBOU 00s13aH-
HOCTH, MHOT/JA JaXe He OTHOCSIIUECS K HEIOCPEACTBEHHOMY
JIEYEHUIO MalFieHTa.

Kaxk u 10601t HecuacTHBIi cTydail B CTallMOHAPE, TIOBACKIIMIA
BpEIl 3I0POBbIO MALMEHTa, MOXET ObITb MOBOJAOM ISl Cyae0-
HOTO pa3duparenabcTBa, Tak U passutue BIUU B psige ciydaes
MOXET MPUBECTU K TIONOOHBIM I0PUAMYECKUM MOCIENCTBUSM.
3alHTepEeCOBAHHYIO CTOPOHY B KaUeCTBe MOBOJA IS CyAeOHO-
0 pa30MpaTeIbCTBa MOTYT UHTEPECOBATH PSI/T BOTIPOCOB: KaKUE
Mepbl OBUTM TIPUHSATHI 1 npodunaktuky passutus BIUU,
COOTBETCTBOBAIM JIM COBPEMEHHBIM CTaHIApTaM OKa3aHUs
TIOMOIIM CBOEBPEMEHHOCTh, 00BEM M KAYeCTBO TPOBENCHHBIX
JIe4eOHO-TMATHOCTHYECKUX MEPOTPUSTUN. YUUTHIBasl BBICO-
Kuii puck HebmaronpustHoro ucxoaa BIMU u unBanunusa-
LMK, aKTYalIbHBIM TIPECTABISIETCS] PACCMOTPEHUE Yepe3 MpHU-
3MY IOPUANYECKON OTBETCTBEHHOCTH ACHCTBUI MEMUIIMHCKOTO
MepcoHaia Mo OKa3aHWI0 MEAMIMHCKOM MOMOIIM TAlUEeHTY
¢ BIT'NU, ux cooTBeTCTBUE ACHCTBYIOLIMM TMOPSIAKAM U CTaH-
JapTam.

3akoHopaTebHAd 0232

OCHOBOITOTATAIOIIAM JOKYMEHTOM, PETIaMEHTUPYIOIIUM OT-
HOIIIEHUsI, BO3HMKAIOIINE B cepe OXpaHbI 3MOPOBbS Ipax-
naH B Poccum, sBnsercst @enepanbHblii 3akoH ot 21.11.2011
Ne 323-®3 «O6 ocHOBaX 0XpaHbI 3T0POBhS 'paxkaaH B Poccumii-
ckoif Menepannu». B HeM ompeeieHbl TipaBa U 00S3aHHOCTH
MaIKeHTa B cepe OXpaHbl 300POBbS M FApAaHTUH PeaTn3alui
9THX MIPaB, a TAKXKe 00SI3aHHOCTU METULIMHCKUX OpraHU3aluit
TIPU OCYLLIECTBICHUY IESITEBHOCTU B Chepe OXpaHbl 3M0POBBSI.

[TpumenutensHo x mauueHty ¢ BTN ocobyio akTyanbHOCTD
pruoOpeTatoT TpedoBaHMs CT. 4 («OCHOBHBIE TIPUHITUITE OXpa-
HBbI 3M0POBbSI») HACTOSIIETO 3aKOHA, OTPaXEHHBIE, B YaCTHO-
CTU, B HUXETEPEUNCIEHHBIX MYyHKTaX:

* 1. 1 — cobmoneHue mpaB rpaxiaH B cepe oXpaHbl 3M0PO-
Bbsl ¥ 00ECTIeUeHHE CBS3aHHBIX C ITUMU MIpaBaMU Tocyaap-
CTBEHHBIX TAPAHTUIL;

* M. 2 — MPUOPUTET UHTEPECOB MalMEHTA TIPH OKa3aHUM Me-
TUIITHCKOH TIOMOIIIH;

* M. 5 — OTBETCTBEHHOCTb OPraHOB rOCYIAPCTBEHHOM BlIaCTH
U OPTaHOB MECTHOTO CAMOYMPABIEHMUS, TOJDKHOCTHBIX JIILL
OpTraHU3alMi 3a obecrieYeH e MPaB rpaxaaH B chepe oxpa-
HBI 310POBbS;

* 1.6 — JOCTYIIHOCTb ¥ KA4€CTBO MEAULIMHCKOI IIOMOILIY;

* M. 7 — HeAOMyCTUMOCTh OTKa3a B OKa3aHUM MEIMIUHCKOM
TTOMOIIIH.

TakuM 00pa3oM, HaxoXIEHWE B CTAIMOHAPE MOJDKHO rapaH-
TupoBaTh nauueHty ¢ BT UM nonyyeHue cBoeBpeMeHHOM BCe-
00beMJTIONIEH TTOMOLIM B CTPOIOM COOTBETCTBUU C MPUHSITHI-
MU CTaHJApTaMMU JIEYEHUS M MTPOTOKOJIaMU OKa3aHUS TIOMOIIN
npu OHMK.

HopmaTuBHBIMU JTOKYMEHTaMH, PeTrlaMEHTHPYIOIIMMHI OKa-
3aHue MeauuuHckoi momouy npu OHMK, B Poccuu siBnsi-
I0TCS:

+ npuka3 M3 PO or 15.11.2012 . Ne 926H «O06 yTBepXIeHUN
TIOpsIIKA OKa3aHUs MEAUIIMHCKOI MOMOIIM B3pOCIOMY Ha-
CeJIEHUIO MPHU 3a00JIEBAaHUSIX HEPBHOM CUCTEMBI»;

+ mpuka3 M3 PO ot 15.11.2012 ©. Ne 928H «O6 yTBepxaeHUN
ITopsinka oxa3aHMsI MEOUIIMHCKON IOMOILM OOJBHBIM C
OCTPBIMM HapyIIeHUSIMA MO3TOBOTO KpOBOOOPAILICHNSI»;

+ mpuka3 M3 P® o1 20.12.2012 &. Ne 12821 «O0 yTBepXKIeHUN
CTaHIApPTa CKOPOW MEIULIMHCKOM TIOMOIIY IIPY UHCYJIBTE»;
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+ mpuka3 M3 P® or 29.12.2012 No 1740 «O0 yrBepXaeHUH
CTaHIapTa CIeLMaTU3MPOBAHHONM MOMOIIU TPH MH(bapKTe
MO3Ia».

Jleyenrie BTYIU 101KHO OCYIIECTBISTBCS C YI€TOM MPUHSTHIX
KJIMHUYECKUX PEKOMEHIALMI U PYKOBOJACTB, pa3pabOTaHHbIX B
Poccun st neyeHust ocTporo UIeMUYECKOro MHCYJIbTa (0Co-
OEHHO C y9eTOM TMHAMUYHO MEHSIOIINXCS TOKA3aH Wi K perep-
y3noHHOMY JieueHMIo [8, 9]), U XOTA ¢ IOPUANYECKOM TOUKU
3pEHMUST OHU SBIISIIOTCS TTOA3aKOHHBIMU aKTaMU (KaK ¥ TTOPSIKA
OKa3aHUSI MEAUIIMHCKOI TIOMOILN), OHU MOTYT UCTIOJIb30BATh-
sl JUISl TIONTBEPXACHUSI TIPABWJIBHOCTH NESTEHOCTH MEIU-
IIMHCKOTO PabOTHUKA BO BpeMsl CyNeOHBIX pa3oupartelbeTs!.
OLeHKyY NMpaBUIBHOCTU U O0OCHOBAHHOCTU TPUMEHEHUS TO-
PSIKOB, CTAHIAPTOB M KIIMHUYECKUX PEKOMEHIAINI P OKa-
3aHUW MEIUIMHCKOM MOMOIIM B KaXIOM KOHKPETHOM CITyyae
OyzeT naBaTh CyleOHO-MEIUIIMHCKUMI SKCIEPT (IKCIepTH3a).

[Mpu m3yyenuu npukaza M3 PO No 928H nmpuMeHUTEIBHO K

BI'MU obparuaer Ha cebst BHUMaHKe comepxanue 1. 16: «Oka-

3aHUE CTeLUATU3UPOBAHHOM, B TOM YMCJIE BBHICOKOTEXHOJIO-

TUYHOM, MEAUIIMHCKOM ITOMOIIM B MEOWIIMHCKON OpraHm3a-

1K, B KOTOpoit co3naHo OtneneHue (MpUM.. OTACICHUE IS

nauueHToB ¢ OHMK, B HacTosiiiee BpeMsi — MepBUYHOE CO-
cymcroe otaencHue (ITCO)), ocymiecTBsieTcs M0 MEAMLIAH-

CKUM MTOKA3aHMSIM:

* TIpY CAMOCTOSATEIFHOM OOpaIleHN! OOJBHOTO ¢ TPH3HAKa-
M OHMK B MeaMIIMHCKYIO OpraHu3aluio, B KOTOPOi Co3-
naHo OTaeneHue;

* TIpM JocTaBieHuM 6onbHOTO ¢ mpu3Hakamu OHMK 6pura-
TIO CKOPOW METUIIUHCKOM TTOMOII».

To ectb, B HacTosIIee BpeMst caM (haKT BO3MOXKHOCTH Pa3BUTHS
OHMK B cranmoHape He y4TeH B OCHOBHOM HOPMATUBHOM JI0-
KYMEHTE, OMpEIeNsIoneM MOPsA0K OKa3aHUsl MEIULIUHCKON
MOMOIIY PY TAHHOM 3200J1€BaHUU. DTa I0OPUANYECKAS HETOYU-
HOCTb OCTaBJISIET OTKPBITBIM PSIJl BOTIPOCOB, CBSI3AHHBIX C OKa-
3aHKeM MemulMHCcKoi moMoniu npu BIUN.

B cootBercTBUM ¢ TpeboBaHMsAMU Mpuka3za M3 PD Ne 928H
B YACTH, KACAIOIIEHCS OKa3aHMs MePBUIHOM CIIEIHATN3UPO-
BaHHOM MeIMKO-CaHUTapHON momolnu 6o0i1pHBIM ¢ OHMK
B MEIUIIMHCKUX OPTaHM3AIUsIX, B KOTOPBIX CO3MaHO CIIEIM-
AM3MPOBAHHOE HEBPOJIOTMYECKOE OTHeJeHUe (B HACTOSAIICE
Bpemsi I1CO), pernameHTHpoBaHbl BpeMeHHDble mokazatenu
1o 00CJIeOBaHMIO MAIMEHTa OT MOMEHTA €T0 ITIOCTYIUICHHS B
MpUEeMHOE OTIENeHME CTallMOHapa (3abop KpoBU IS OOLIETro
1 OMOXMMHWYECKOTO aHajIn3a, KOAaryJorpaMMBbl; BHITIONHEHME
KOMIIBIOTEPHOI ToMOTpacuu, MepeBos B IMpouIbHOE OTHe-
JIEHE, BBITIOJHEHME MYIUIEKCHOTO CKAaHMPOBAHUS Opaxuolie-
(ambHEIX apTepuii W T.J.). [103TOMy OCHOBOITOJAralOIIMM M
OJIHUM M3 CaMbIM NPUHLUUIMAIBHBIX C IOPUANYECKOM TOUYKU
3peHUs SIBJISIETCS BOIPOC BPEMEHM Havaja BRIIIETIePeIHCIICH-
HBIX TUArHOCTUYECKUX Mepornpuatuil y nmauueHta ¢ BIUU.
Llenpto BbIMoMHEHUS TpoToKona obcnenoBanus mpu OHMK
SIBJISICTCS CEJIEKIIMS TTAIIEHTOB [UISl TIPOBEACHMUS perepdy3u-
OHHOTO JIEYEHMSI.

B otHomenun BI'MU Bompoc, Kakoe u3 coOBITUI OYIET BbI-
CTYMaTh TOYKOI OTYETa BBIMOJHEHUSI YKa3aHHOTO CTaHIapTa
0Ka3aHMsI TOMOUIM, OCTAETCS] OTKPBITHIM:

* HemocpeacTBeHHO BpeMs passutus BIUU;

* BpeMsl, Korma 0buto 3armogo3peHo pasputue BTN 1o6bim

TTNyHkT 3 4. 1 cT. 37 PepepanbHoro 3akoHa o1 21.11.2011 Ne 323-®3 «06 ocHoBax
OXpaHbl 340p0BbA rpaxpaaH B Poccuiickor ®epepauumn» (ctynaet B cuny ¢ 01.01.2022).
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MEIMLIMHCKUM paOOTHUKOM (HaImpuMep, Ipy 0OHApyKeHUH
MPU3HAKOB MHCYJIbTA Y MAllMEHTA MOCTE CHA);

* BpeMms ocMoTpa naunueHra ¢ cuMmnromamu BI'MU HeBpo-
JIoTaMu;

* yCTaHOBJIEHUE MPEABAPUTEIBHOTO (KIMHUYECKOTO) TUATHO3a.

TakKe 3TOT BOITPOC SBJISAETCS BaKHBIM ITPU PEIICHUN CIIOPHBIX
CHUTYallNii, BO3HWKAIOIINX IIPU IIPOBEPKE UCTOPUIl OOIE3HI
MpeNCTaBUTESIMUA CTPAXOBbIX KOMIAHMN Ha MpeaMeT Ipa-
BUJIbHOCTH BBICTABIICHHBIX JICUCOHBIMH YIPEKICHUSIMHI CUETOB
3a OILIATY JIEYeHUSI.

BropbiM HepeleHHBIM BOIIPOCOM SIBJISIETCS IOPSIOK OKA3aHMS
MEAUILMHCKOM MOMOLIM MAallMeHTaM B CTallMOHape (Harpumep,
CreraIn3upoBaHHoM) B KotopoM HeT I1CO, obimero HeBpo-
JIOTUYECKOTO OTAeNeHUS MO0 HeBposiora BooOIie. B Takom
cllydae MPUOPUTETHBIM PEeLIEHUEM MPEICTaBIISIeTCS 3BAKyalns
NnauyeHTa B OJMVKaNIIMi perMoHaNbHBI COCYIUCTBIM LIEHTD,
MpU HEBO3MOXHOCTH — B cTauuoHap ¢ [1CO. OnHako u s
MEIUIIMHCKOM opranm3anun, umetomeir IICO, Bompoc mepe-
Boza nauueHTta ¢ BITUU «ot cebsi» sBseTCS TakxkKe He MeHee
aKTyaJIbHbIM, 0COOEHHO B CBETE M3MEHMBIIEHNCS TapaiurMbl
0 HEeTpaHCIOPTabeTbHOCTHU TMAILMEHTOB B TeyeHue 24 4 1ocie
cTJIT. B Hacrosiee Bpems Bce 0oJibliee pacpocTpaHEHNE MPU
JICYEHUH OCTPOTO MHCYJIBTa HaxomuT moxxon “drip, ship and
retrieve”: mepeBo/ MaLMEHTOB U3 OHOTO CTallMOHApa B APYToii
nocne u gaxe Bo BpeMs ¢ TJIT mis mpoBeneHUsT IOCTenyOIIei
SHIOBACKYIAPHON peKaHanu3auuu. JaHHbIi MOAXOM IHUPOKO
MpUMEHSIeTCS 3a pyOexkoM U 3apeKoMeHIoBal cebs Oezomac-
HBIM ¥ 3G GeKTUBHBIM. Tak, TIpH OIIEHKE OKa3aHUS TIOMOIIH
nipu uHCyIbTe 44 667 matmenTam 1440 kmvnuk B CLUIA B mepu-
on ¢ 2003 . mo oxkT6pb 2010 I. BHISIBIEHO, YTO JAHHBIM TOAXOTI
B JIEYEHUM OCTPOTO MIIEMUYECKOTO MHCYNIbTa ObUT MPUMEHEH
B 23,5% ciyaasx (n = 10 475) [10].

ITpu HeobxonumocTu mepeBofa nmauuenta ¢ BIUU B peruo-
HAJTbHBIN COCYAUCTBIN TIEHTP TakKe BO3HUKAET Psifl OPTaHU3a-
LIMOHHBIX BOIIPOCOB;

+ TpebyeTcs JM Tepel MepeBOIOM B CHELUATM3UPOBAHHBIMA
CTaIIMOHAP BBIMOJHATH YACTUYHOE 00C/IeI0BaHKE MALEHTA
(HanpuMep, HeHpOBU3YaNTU3AIMIO, MCCIEI0BaHNE KPOBU B
cranMoHape, rue passuics BIMU), yTo0sI yCKOpHUTH Tpo-
TOKOJI 00C/IeIOBaHUS B PETMOHATLHOM COCYTUCTOM LIEHTPE;

* KaKuM MEIUIMHCKUM TPAHCTIOPTOM U B YbEM COTIPOBOXKIIE-
HUM OpraHU30BLIBaTh 3BaKyaluio nauueHTa ¢ BTUU.

FOpumyeckas 0TBETCTBEHHOCTh

B YCJIOBHAX, KOIla p€rilaMCHTallvsA MOpAlKa OKa3aHUA MEAU-
LIMHCKOW TOMOIIN UMEET npo6enb1 1 BO3BHHUKACT CUTyallud C
NPpUHATUEM BpayoM pPCIICHMA B OTHOLICHUU JICUCHMUA Malln-
CHTa, BCCraa BCTACT BOIIPOC O MPEACIax IOpH)IH‘IeCKOﬁ OTBCT-
CTBECHHOCTH B CJIy4a€ HACTYILUICHUA HebJ1ar OIIPUATHBIX MOCJICI-
CTBUH.

Ha meauuuHCKHUX paOOTHHUKOB PACHpPOCTPAHSIOTCS CIEAyIO-
1I1€ BUIbI IOPUINUECKON OTBETCTBEHHOCTH [11]:

* IMCIMIUIMHAPHAS;

* aIMWHUCTPATUBHAS,

* IpaXmaHCKO-TIPaBOBa;

* YIoJIOBHA.

PaccmaTpuBas 10puIMyecKyr0 OTBETCTBEHHOCTb Bpava, MBI
TOBOPUM O HEM, C OHOM CTOPOHBI, KAK O PA3HOBUHOCTHU CO-
LIAAIBHON OTBETCTBEHHOCTH, a C APYIOM CTOPOHBI — Kak O
MpodecCUOHANbHON OTBETCTBEHHOCTH, BKJIIOYAIOILE B cebs
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MOpAJIbHYIO OTBETCTBEHHOCTh, OCHOBAHHYIO Ha KJIATBE Bpaya,
KOTOPYIO B COOTBETCTBUH cO CT. 71 @3 Ne 323 maroT BBITYCKHHU-
KM MEIUIITHCKUX BY30B, TTOJTyJasl TUILIOM Bpada. DTO HajjaraeT
Ha Bpaya MOXU3HEHHYI0 00s3aHHOCTb COOMIONCHUSI TaHHBIX
B KJIITBE O0EUIaHWI, MHBIMU CJIOBAMU, CTAHIAPTOB U MPABUII
npodeccuoHaIbHOTO TIOBeAeHNS. B ToM uncie Ha Bpaya Haja-
raercst 00s13aHHOCTb COOMONaTh TPeOOBaHUS, MPETYCMOTPEH-
Hele cT. 73 @3 Ne 323. Yka3aHHas CTaThs IIPEAMICHIBACT, YTO
MEIUIMHCKUE PAOOTHUKU 00SI3aHbI OCYLIECTBIISATH CBOIO Jesi-
TEJBHOCTh B COOTBETCTBHH C 3aKOHONATEILCTBOM Poccuiickoit
Oenepallii, PYKOBOACTBYACH INPUHIMIIAMM MEIMLIMHCKOR
STUKY U JICOHTOJIOTHH, B TOM YMCJIE€ OKa3bIBATh MEIMIIMHCKYIO
TIOMOIIIb B COOTBETCTBHM CO CBOEH KBamM(MKALIUC, ITOJIK-
HOCTHBIMU WHCTPYKIMSMU, CIYXEOHBIMU U TOJKHOCTHBIMU
00513aHHOCTSIMU.

3a mocyeHee BpeMst KOJMUYECTBO 00palleH!ii B TPaBOOXPaHMU-
TeJIbHBIC OPTaHBI 110 (PaKTaM OKa3aHMS METUIIMHCKON ITOMO-
1Y HeHaJJIeXallero KauecTa, TOBJIeKINel HebIaronpusiTHhIE
TOCIIeACTBUS, YBennumIoch. Hanbosee yacTo mena Bo30yxaa-
1otcst 110 4. 2 ¢1. 109 VronosHoro koxaekca (YK) P® B cBsizu
C TIPMYMHEHUEM CMEPTH TI0 HEOCTOPOXXHOCTH BCIICACTBHE He-
HaJJIeXallero UCIIOMHEHHS JTUIIOM CBOMX IPO(hecCHOHATbHBIX
obs3aHHOCTel; 10 4. 2 cT. 238 YK P® B cBsI3M ¢ oKa3aHuEM
YCIIYT, HE OTBEUAIOIIMX TpeOOBAaHMSAM O€30MACHOCTU XKM3HU
WM 300poBbs moTpeduteneir. 3a 2012—2017 IT. KOJIMYECTBO
YTOJIOBHBIX JIeJI TIPOTHB Bpaueii BEIpocio B Poccuu B 5 pa3 (1o
noacueTam CiencTBeHHOro KoMuTeTa, B 2012 I. K HUM TMOCTY-
o 2100 obpalieHuil 0 HeKaueCTBEHHOM OKa3aHWUU MeJIo-
moiiu, a B 2017 &. — yxxe 6050)2. B 1ie;10M TakMX IIPOMCIIECTBUIA
HEMHOTO, ¥ B OOJIBITMHCTBE M3 HUX CJIEIOBATEISIMHU IT0 UTOTaM
MPOLIECCYaNbHBIX TPOBEPOK BHIHOCATCS TOCTAHOBICHUS 00 OT-
Kase B BO30YXIEHWHM yroloBHbIX nen. Hampumep, B sstHBape—
cenTsiope 2018 . B cIeACTBEHHBIE OPraHbl MOCTYIIIO 4868 co-
OOLIEHUI O IPECTYIIEHUSIX, IT0 PE3YJIbTaTaM X PACCMOTPEHMS
B030yXx/1eHO 1557 YyronoBHBIX JieJl, a HATPABJIEHO B CY/ BCETO
176 yronoBHBIX 1eiT.

B Hactosmee Bpemsi meicTBUS MEOMLIMHCKUX DPAOOTHUKOB,
BJIEKYIIIE CMEPTh UJIU BPEJl 3I0POBBIO MAIMeHTa, KBATMDUIIN -
pytorcst o ¢1. 109 YK P® (mpuumHeHne cMepTH 10 HEOCTO-
poxHocTtH), cT. 118 YK P® (mpuunHeHue TSKKOTO Bpea 310-
POBBIO TIO0 HEOCTOPOXXHOCTH), CT. 238 YK P® (mpousBoncTso,
XpaHeHue, TepeBo3Ka JM00 COBIT TOBAPOB M MPOAYKIIMHM, BbI-
MOJIHEHKE Pa0OT WM OKa3aHUE YCIYT, He OTBEYAIOLIUX Tpebo-
BaHUAM Oe3onacHocTH) U cT. 293 YK P® (xanatHocTh).

[Nepuomuyeck B mpecce MyOIMKYIOTCS 3aKOHOMpoeKTh Crief-
cTBeHHOro Komutera P® o BHecenun mompaBok B YK P®.
B 2017 t rmaBa CnenctBeHHoro komuteta A.W. bactpeikuH
BBICTYIII ¢ TpeatoxeHueM Beectd B YK PO crennaabHyo
CTaThio O BpauyeOHbIX ommbKax®. [1o MHEHHMIO BEIOMCTBA, 3TO
«TI03BOJIUT O0BEKTHBHO OLICHMBATh TMHAMUKY TIPECTYILICHUIA,
COBEPIIEHHBIX MEIWIIMHCKIMU PabOTHUKAMM, BBIICHATH 00-
CTOSITEJIbCTBA COBEPILUEHMS TAKUX MPECTYILICHUA HE TONBKO
M0 KOHKPETHOMY YTOJIOBHOMY L€y, HO U B PETMOHAIbHOM
Maciitade, CHUMET BO3HMKAIOLIME Ha TIPAKTUKE CIIOPHBIE BO-
npocel KBanubukaunu». B mone 2019 . B YK P® npemnara-
JIOCh BKITIOUHTH B KOJEKC B¢ HOBBIC cTaThi. OIHA U3 HUX —
00 OKa3aHWU HEeHaJJexalleid MeIMIMHCKON MOMOLIM BCIE-
CTBUME HapyIICHMS CBOMX MpPO(ecCHOHABHBIX 00SI3aHHOCTEIA,

21paso Ha oLnGKy: Kak cynaaT Bpadeit B Poccum. URL: https://vrachirf.ru/concilium/47949.html
3 Coctosnack BcTpeya AnekcaHapa bactpbikuHa 1 Jleonmpa Powans. URL: https: //sledcom.
ru/news/item/1283900

4 CneAcTBeHHbI KOMUTET Poccum NOATOTOBMA NPOEKT nonpasok B YK PO no «meauunH-
ckum» ctatbam. URL: https://www.kommersant.ru/doc/4005878
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KOTOpPBIE 110 HEOCTOPOKHOCTH TOBICKIM TSKKWA Bped 3I0-
POBBIO MJIM CMEPTb OJHOIO WJIM HECKOJbKMX IMallMeHTOB. 3a
JIeTATBHBIN MCX0I MAaKCHMAJIBHO Bpaya MO JIMIIUTH CBOOO-
JIbI Ha CPOK 110 6 JieT. BTopast cTaThst — O MOIBITKAX COKPHITHS
CllydaeB HeHajIeXalneld MeIMIIMHCKOM ITOMOIIM, €CIH OHH
TIOBJICKJIN TSDKKMI Bpeq 3MOPOBBIO MAaIlMeHTa MM €T0 CMEPTh.
Peup 1m1a 0 TOMOIIM TOIMYCTUBIIEMY TaKyl0 OIIMOKY CO CTO-
POHBI KOJUIET WM PYKOBOACTBA MEIMIIMHCKOTO YUPEXKICHMS,
HanpuMep, ¢ TIOMOIIbIO MOAMEHbI OMOJOTMYECKUX MaTepua-
JIOB WJTH BHECEHUS HEMOCTOBEPHEBIX JaHHHBIX B JOKYMCHTALIUIO.
3a Takue AeiCcTBUS MpemIarajgoch Haka3blBaTh BILIOTh 10 JIM-
nreHnst cBoboabl Ha 4 roga. KpoMe Toro, ciemoBared Tpe-
JIOXKWIM M3MeHUTh pegakiuio cT. 235 YK P® «He3zakonHoe
OCYILIECTBIEHME MEAMIMHCKONW M (Miu) dapMalleBTUYECKOi
IesITeIbHOCTI». Ecii B IIpexkHei pemakiiny 3TOi CTaThy IIIa
peyb 0 MeauKax M ¢papMalieBTax, paboTalolux 0e3 COOTBET-
CTBYIONICH JIMLICH3MH, TO Tellephb B Hee Mpeularaii BKIIOUNTh
MeIpabOTHUKOB, paboTAOLIUX 0 3aBEIOMO MOAAEIbHBIM IH-
TTOMaM MM APYTUM (hajIbIIMBBIM JOKYMEHTaM. B HOBoIf pe-
TaKIUW 32 TaKWe JeSTHUS MOIJIO TPO3UTh JIMIICHHME CBOOOIBI
Ha 47 ner.

Takxe B CnemctBeHHOM KomuteTe P® u ero moapasnee-
HUSIX CO3MAIOTCS CIECIMATN3MPOBAHHBIC TTOMPA3ICICHHS II0
PACKPBITUIO MPECTYIIEHUH B MeAUIIMHCKOI cdepe. OgHaKoO,
KaK OTMETWJI pyKoBoauTenb CiencTBeHHOro Komurera PO
A.W. bacTpblKiH, «co30aHue Moapa3aeeHii He HallpaBaeHO
Ha yCUJIEHHME OTBETCTBEHHOCTM MEIMKOB, a, HA000pOT, Halle-
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JIEHO Ha 00BEKTUBHYIO TTPO(PeCCHOHATBHYIO OLIEHKY KOHKPET-
HOTO CIy4ast 1J1s1 UCKJIIOUeHHsI HeOOOCHOBAaHHOTO OOBUHEHMSI.
[MosToMYy Takoe peleHne IIOMOXKET YIYYIIUTb 3PPEKTUBHOCT
paboThI CNEICTBEHHBIX MOApa3IeNeHHi, U caMoe IJaBHOE —
He JomycKaTb HEOOOCHOBAHHOTO HapyLIeHMs IMpaB Kak Ia-
LIMEHTOB, TaK ¥ Bpaueil. Hageloch, 4To MBI puaeM K corJia-
cuto ¢ HanmoHanbHOM MeIUIIMHCKOM MajaToi M 10 BOIMPO-
caM WCITOJIb30BaHMsI TEPMHUHA «ITPOTEHUS», U M0 PeJaKLIK
npemwiaraemoit ct. 124.1 YK P®, 1711 TOro, 4T00bI MCKITIOYUTH
BO3MOXHOCTb KBaTM(UIMPOBATh BpaueOHbIe Aefa mo cT. 238
YK P®»°.

3akmoyenue

Oco0CHHOCTBIO COBPEMEHHOTO 3IPAaBOOXPAHEHUS SIBIISIETCS
TIOBBIIIIEHHAS IOPUANYECKast OTBETCTBEHHOCTh Bpayeii B CBS3U
C HaJeJIeHNEM MaleHTa IIMPOKUMH IIPABOBEIMU BO3MOXHO-
CTSIMHU TI0 3aIlIUTE CBOMX IPaB M 3aKOHHBIX MHTEPECOB MPH I0-
JIyJeHUW MEIUIIMHCKOM oMoy, [IpaBuibHas opraHU3aius
oKazaHMs MeaulMHCKO# nomoluu npu BTN, Bkimouaromias
B ce0s1 BCE acTMeKThl XU3HEAATEIbHOCTY cTallMoHapa (padoTa
JEeXYPHO! CMEHBI, KBATM(DUKAIS 1 KaIpOBBI COCTaB MEI-
LIMHCKOTO MepCoHaa, UCIIPAaBHOCTb MEAUIIMHCKOTO 000pyI0-
BaHUsI, 3a1Mac PACXOJHOTO UMYIIECTBA U T.1I.), TIPENCTABISETCS
B COBPEMEHHBIX PeaTMsIX HeOOXOMUMBIM TpeOOBaHKMEM, TapaH-
TUPYIOIIUM MalMEHTaM TMOJyYeHHE COOTBETCTBYIOIIEH MOMO-
M, @ MEIUIITHCKAM PadOTHUKAM BCeX YPOBHEW — I0pUIIUe-
CKYI0 3aLIMIIEHHOCTb.
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HapyieHus cHa 1 00a4pCcTBOBAaHU A
MIPU COCYIUCTBIX KOTHUTUBHBIX
pacCTPOUCTBAX

T.b. Mepxkynosa, I.B. Kospos, H.H. fIxxo

OIAOY BO «llepsuiii Mockosckuii eocydapcmeentbtii meduyunckuil ynusepcumem umenu U.M. Ceuenosa»
(Ceyenosckuii Yuusepcumem), Mockea, Poccus

Jemeryus — unasudusupyowas Amoa0us, Komopas 3Ha4umensHo eAUsSEm HA KA4ecmeo HCU3HY NAUUeHMO8 U ux poocmeernukos. Usyvenue u pas-
pabomia Memodos reuenus OeMenyuy 3645emcs 00HUM U3 RPUOPUMEMHDBIX 60RPOCO8 MEOULUHDI C yHemoM memMnos pocma 4ucaa 6oavkuix. Cocyducmas
Oemenyus HaX00UMcs Ha 2-mM Mecme 8 Mupe no pacnpocmpareHHocmu nocae 6oae3nu Aavueeiinepa. Pacnpocmpanernbiii cumnmom Heiponcuxuampu-
YecKuX nposeaenuil OeMenyuy — Hu3Koe kaecmeo cha. Hapywenus cna — 00un u3 Moouguyupyemvix u 3Ha4umbix (pakmopos pucka cepoero-cocyou-
CHbLX PACCMPOIICMG, 8 YACMHOCIU, COCYOUCMbIX KOSHUMUBHbIX Hapyuierull. Y nayuenmos ¢ cocyducmoii demeruyueii pso paccmpoiicme cHa 8bipaceH
0oabuie, Yem y nayuenmos ¢ Oemeruyuell npu 601e3nu Anvyeeiimepa.

B 0630pe cobpanbt dantbie 00 uzMeneHUsX YuKkAa COH—000pCME08anUe, KOMOpble YACMO BCIMPeUarmcs npu COCYOUCMbIX KOZHUMUBHbIX HAPYUEHUSX.
Onucanb 6eposimuble MeXAHUIMbL C6A3U HAPYWIEHUT CHA U COCYOUCTbIX KOHUMUBHbIX paccmpolicms. [loka3ana 803MONCHOCHb NPOZHOUPOBAHUS Pa3-
BUMUA COCYOUCMBIX KOZHUMUBHBIX PACCMPOICIG NO BbIAGACHHbIM HAPYUEHUSM CHA U OMPANCEHA NEPCREKMUBHOCMb U3YYeHUS U pa3padomku memooos
NleueHUs paccmpoiicme cHa 045 Rpe0ynpedcOes pa3eumus coCyOUCMbX KOSHUMUBHbIX PACCIMPOLICMS.

KioueBbie ciioBa: cocyducmoie KoeHUMUBHbIE pACCMPOIICMBA; HapyuleHUs CHa U 600pcmBo8anus; demenyus; 601e3Hb Anbleeiimepa; antod.
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Sleep and Wakefulness Disorders
in Vascular Cognitive Impairment

Tatyana B. Merkulova, Gennadiy V. Kovrov, Nikolay N. Yakhno
1.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

Dementia is a pathology that leads to disability and significantly affects the quality of life of patients and their relatives. The study and development of treatment
methods for dementia is a priority in medicine, given the rate of growth in the number of patients. Vascular dementia is the second most common type of dementia
in the world after Alzheimer disease. Poor sleep quality is a common feature of the neuropsychiatric profile in dementia patients. Sleep disorders are a modifiable
and significant risk factor for cardiovascular disorders, in particular, vascular cognitive impairment. Several sleep disorders are more pronounced in patients with
vascular dementia than in patients with dementia due to Alzheimer disease.

This review contains data on changes in the sleep-wake cycle, often found in vascular cognitive impairments. The likely mechanisms connecting sleep disorders
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Beenenne

Yucno OOMBHBIX € JCMCHIIMEH CTPEeMUTEIBHO BO3PACTaeT,
U IPOTHO3MPYETCsl, YTO PACIIPOCTPAHEHHOCTh NEMEHIIUM YIBO-
utcst B mpomexytke mexay 2020 u 2040 rr. K 2015 . romoBbie
3aTpaThl HA JIeYEHUE NEMEHLIUHU JOCTUTIN 8§18 MJIpM A0JII., YTO
coctapisier 1,1% MupoBoro BajoBoro mpomykra. Cocyaucras
nemeHims (CJ]) Haxomutcst Ha 2-M MecTe IO PacIpocTpa-
HEHHOCTU Tocne Oone3Hu Anbureiimepa (bA) u coctaBnsier
10—-20%. CpenHsist npomOKUTENBHOCTD XU3HU TALIMEHTOB C
ycTaHOBNEHHBIM AuarHo3oM CJI paBHa 3—5 rogam, 4To 3HaYM-
TeJbHO MEHbIIIE, YeM y MmauueHToB ¢ bA [1, 2].

Hapymienus B mukite cOH—0O0APCTBOBaHKE COMYTCTBYIOT KOT-
HUTUBHBIM pacctpoiictBaM [3, 4]. CornacHo JaHHBIM OIpoca
JIIofiell, KOTOpble yXaXuBalu 3a TMalMeHTaMM, Haubojee ya-
CTBII HEWPONCUXUATPHMIECKUI CHMIITOM OEMEHIUN — WH-
comHus [5]. Iloxoxee ucciaenoBaHue MPOBEACHO C y4aCTHUEM
TPYIIIEI ahpoaMepUKaHIIEB, B KOTOPOM IPHUIIETBHO M3yJalach
TEeMEHIINSI, aCCOIMMPOBAaHHAS ¢ MHCYIBTOM. THCOMHUS Takke
OKazaach OMHMM M3 CaMbIX PacIipOCTPaHEHHBIX HEPOIICHXH-
aTPUYECKMX CUMITTOMOB [6].

B psame pabot oTpaxkeHbl 60JblIast pACIPOCTPAHEHHOCTD U BbI-
PaXeHHOCTb HapylIeHWl CHA y MAlMEHTOB C COCYAMCTBIMU
KorHUTHBHBIMU pacctpoiictBamu (CKP) no cpaBHeHuto ¢ BA.
B uccnenosanuu [7], tae M3yvyanuch HEMpPOIICUXUATPUUECKIE
HapymeHust mpu bA, cocynucToii MymTsTUMHGApKTHOU AeMEH-
MM U COCYIMCTON TOAKOPKOBOU NEMEHIIMM, TTOKA3aHO, YTO
TOJILKO HApYIIEHWS CHA MMENU CTATUCTUYECKU 3HAUMMBIE pa3-
JM4Msl MeXIy 3TuMu dhopmamu aemeHiuu. Ha 1-M mecte o
PacIpoCTPaHEHHOCTH HAPYLIEHU! CHA HAXOIMUIACh MYJIBTUMH-
(bapkTHast IeMeHIMs, Ha 2-M — TOAKOPKOBas ¥ Ha 3-M — BA.
B uccnenosanum [8] Taxke mokasaHo, YTO MHCOMHUS, THEBHASI
conuBocth (JC), amHO3 cHa BcTpeyaloTcst B 2,5 pasza vaiie
npu CJI o cpaBHeHu1o ¢ bA.

Cunpom 00CTPYKTHBHOTO ANHOI BO CHE

Psn uccnenoBanumii mokasan cBsi3b CUHIPOMAa OOCTPYKTUBHO-
ro anmHo3 Bo cHe (COAC) ¢ cepaedHO-coCymCTbIMU 3a0051e-
BaHusAMU [9—13]. TlpuuenbHo M3yyanach CBSA3b HapyLICHUS
JbIXaHUSI BO CHE C 1LIepeOpOBACKYISIPHBIMU 3a00JIeBAaHUSIMU
u, Kak caeactue, ¢ CKP. [TokazaHno, uro COAC cBsi3aH ¢ Ha-
pYIIEHNEM KOTHUTUBHBIX (DYHKIIMI: BHUMAHUS, CTIOCOOHOCTH
K LeJIeHaNpaBIeHHON AesITebHOCTU, CKOPOCTU MbILLIECHMUSI,
SNU300UYeCcKOil TaMsTu u 1p. [14, 15]. [IpogemMoHCcTpUpOBaHa
CBSI3b MU3MEHEHUIi TIEPUBEHTPUKYISIPHOTO OENIOTO BEIECTBa C
HammuveM COAC. Y maiueHTOB ¢ armHO3 CPeiHei W TsKe-
JIOii CTEeTIeH! PUCK M3MEHEHUIi OeToro BeuecTBa ObLT B 2 pasa
Gombre [16].

[Mpenmonaraercs, uro npu COAC HabmomawoTcs IpeuMy-
IIECTBEHHO KOTHWUTWBHBIE HApYLIEHMS MOIKOPKOBOTO THIIA.
[penmonoxeHne OCHOBBIBACTCS HAa MCCICHOBAHMM MALMCH-
ToB ¢ BrepBble BhissBAeHHBIM COAC, KOTOphIe CpaBHUBAINCh
C MallMeHTaMU ¢ MYJBTUMH(APKTHON AeMeHlumel, bA, Tsxe-
JIOI XPOHUUYECKON OOCTPYKTUBHOI 00JI€3HBIO JIETKUX. [pymnma
nanueHToB ¢ COAC pasaenunach Ha JBe MOATPYIIIbI: Mal[eH-
THI ¢ 00JIee BRICOKMMU TT0KA3aTeIIMU 110 HEHPOIICUXOIOTHYe-
CKOMY TeCTUPOBAHUIO U TMAIIMEHTHI ¢ HU3KMMM TTOKa3aTe ISIMU.
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COH 1 coCYVCTbIE KOTHUTUBHLIE PACCTPOICTBA

[ManueHTH ¢ HU3KUMM TTOKA3aTeIIMUI HeHPOIICHXOIOTYECKO-
TO CTaTyca MMeJM MaTTepH KOTHUTUBHBIX PacCTPOMCTB, KOTO-
PBIii OT/IMYANCS OT OCTAIbHBIX [PYIII HAPYILEHUEM MbIIIUIEHHS.
[Manuents ¢ COAC ¥ KOTHUTUBHBIMU HAPYIICHUSMU U MalK-
€HTBI ¢ MYTBTUAH(GAPKTHON TeMEHIIMEH UMeTH CXOXWE Cpejl-
HUe 0aIbl HeMPOTICUXOJOTUYECKOTO TeCTUpoBaHus [17].

B macimrabHoM 00630pe, BKIIOUMBIIEM pabOThI [0 U3YYEHUIO
BIMSHUS Tepanuu anHod cHa rpu nomou CPAP-tepanuu
Ha KOTHUTWBHBIC (PYHKIINH, IT0Ka3aHO, YTO HEKOTOPBIC KOT-
HUTHUBHBIE JTOMEHBI yIydllaloTcs, a Apyrue — HeT [18]. B mo-
JIOBUHE TPOAaHAIM3UPOBAHHBIX MCCIEIOBAHUI HE BBISIBAEHO
YIIYYIIEHMS YIPABIIOIUX (DYHKIINI — OTHOTO M3 HApYIIeHU
npu CKP.

I[l-[eBHaﬂ COHJIMBOCTD

JC paccMaTpuBaeTcsl KaK He3aBUCHMBII (hakTop pucKa pa3Bu-
THS iIeMeHIu. lecsTuneTHee UcciefoBaHne, B KOTOPoe ObUTH
BKJIIOUEHbI 1986 MyxurH B Bo3pacte 55—69 JieT, oKa3ano, uto
JC u mpyrde HapylieHus] LIMKJIa COH—OOIPCTBOBAHME MOTYT
OBITH TIporHOCTHYeCKMMM MapKepamu pazsutust CJI [19]. dis
OLIEHKM KayecTBa CHA MCIOJb30Baicsl BUCKOHCHHCKMIA OTpoC-
HUK cHa (Wisconsin Sleep Questionnaire). McciemoBarenm mu3-
VUMM BO3MOXHOCTb MporHo3upoBaHus passutuss CKP 1o
Hammuuio C u HapyumeHusM HouHoro cHa (COAC, cuHapom
0eCIOKOIHBIX HOT, MHCOMHMST). OKOJIO TPETU UCITBITYEMBIX CO-
o0IIamy o HapymieHusIX cHa, 55% ydactHukoB — o JIC. Bee Ha-
PYIIEHMS CHA TI0KA3aJIH CBSI3b C Pa3BUTHEM KOTHUTHBHEIX HAPY-
HIEHUH ¥ TeMEHLIMM UIMEHHO cocynucToit aTnonoruu. Hanbomnee
cuibHas koppensaius onpenensiach mexay IC u CKP, takxe
MOKa3aHa BeposiTHas MPOorHocTuyeckast poiib JIC B MX pa3BUTHH.

O6HapyxeHa cBsi3b JIC ¢ COOBITUAMHU, KOTOpBIE SIBISIIOTCS
dakropamu pucka CKP [20]. B uccienoBanue Bouwiu 6onee
7000 wcnmityembix. JC omeHMBanach YJaCTHUKAMU CYOBEK-
TUBHO IO YETHIPEM CTeNeHAM BhipaxeHHocTU: HeT JIC, ObiBa-
eT pelKo, Mepuoanieck U vacto. [IposiBieHus fenpeccuy,
KOTHUTHBHBIX HAPYILIEHUH, MCTIONB30BAHNE CHOTBOPHEIX TIpe-
MapaToB, Xpal, HHCOMHMS YBEIMYMBAIUCDH TI0 YacTOTe (XOTS
M CTaTHCTUYCCKM HEe3HAUYMMoO) ¢ poctoMm mokasateneir JC.
V manuenToB ¢ BbipakeHHoH JIC oTMevanoch yBelIuueHHE
PYICKa pa3BUTHS MHCYIBTA 00jiee YeM B 2 pasa 0 CPaBHEHHIO
C JIETKOI COHJIMBOCTBIO.

HpOIlOJDKl/ITeJ]bHOCT b CHA H HHCOMHUA

XapakrepHoe u3MeHeHre HouHoro cHa npu CKP — m3mene-
HUE €ro MPOAOLKUTENbHOCTU. ABTOpHI Me€TaaHalu3a, B KOTO-
pHIii BonnM 18 mccirenoBaHUil ¢ OOIIMM YHCIIOM ITAIIMEHTOB
97 624 yenoBeKa, M3YYIM BOIIPOC, KaK HAPYIIEHUS KOTHUTHB-
HBIX (DYHKIIVIA pa3IMIHOTO TeHe3a Y MOXMIIBIX JIIOIEH CBI3aHbI
C TIPOIOJDKUTEBHOCTBIO CHA. 32 KOPOTKUIA COH MPUHUMAJICS
COH MPOJOJIKUTETBHOCTBIO 5 U WK MEHee, 3a MPOJOJIKUTE b~
HBI — Oonee 9 4. Bo Bcex mccnenoBaHUSIX, KOTOPHIC BOLLIH
B MeTaaHaIM3, MPOMOKUTENLHOCTh CHA OlLIEHMBAIACh y Ma-
IIMEHTOB C MCIIONB30BaHMEM OIPOCHUKOB. [ToKa3aHo, 4To Kak
U30BITOYHASA, TaK U HEIOCTaTOYHAsl MPOAOKMTEIbHOCTh CHA
CBSI3aHBI ¢ HapyIIeHWeM KOTHUTHBHBIX (DYHKIMIA. B omHOMO-
MEHTHBIX UCCJICIOBAHMSX 3HAUMMasl CBSI3b OOHApY:KeHa MEXIY
MU3MEHCHHMEM TIPOJOJDKUTCIIBHOCTA CHA M YIPABJISIOIIAMU
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(ysKIMsSIMA  (HapymieHHe KOTopheIX xapaktepHo mis CKP),
paboueii ¥ BepOaIbHOI MAMATBIO. B MpoCeKTUBHBIX UCCIen0-
BaHMAX 0OHAPYXeHA CBSA3b TOJIBKO MEXKIY OOIINM CHIKCHIEM
KOTHUTHBHBIX (DYHKIIIA M POIOJKUTETbHOCTHIO CHA [21].

B uccnenosanuu [22] cpaBHMBAIM JaHHBIEC 45 MalMEHTOB C
YMEPEeHHBIMA KOTHUTUBHBIMH HAapyNICHUSIMA aMHECTUYECKO-
IO WIM HEaMHECTUYECKOTO THUTOB. KOTHUTHMBHBIC (PYHKIUH
oueHuBanu 1o tecty MMSE M KIMHMYeCKON peiATMHTOBOI
mKare AeMeHIMU. OILEHKY CHA TNPOBOOWJIM C HCIIONb30Ba-
HueM «OnpocHUKa cuMmnToMoB HapyiieHust cHa» (The Sleep
Disturbance Symptom Questionnaire SDSQ) u ceHcopoB 1BuU-
KEHUSI, PACIIONIOXCHHBIX B TOMaX HMCIBITYeMBIX, — JaTIUKU
OMpeNesIsiv, BCTAeT JIM MAlMeHT C MOCTe, OOIPCTBYET, Jexa
B TIOCTEJIN, YUIM CITUT. Y OONBHBIX ¢ HEAMHECTUUECKUMHU Hapy-
HIEHUSIMU 3a(PUKCUPOBAHBI OOJbIIEe KOMUYECTBO IBUXCHMIA
B IocTeu, bonee yacTole mpoOyxaeHus. OMHaKO MO JaHHBIM
MHCTPYMEHTAJILHOTO HA0JI0IEHHMS 00111€€ BPEMsI CHA U CYObeK-
THBHAas OLICHKA CHA OBITA OMWHAKOBEIMU B IBYX IpYIIIIaXx.

ITosmcomuorpaduyecKue XapakTepucTHKH CHA

B uccnenoBanuu, nposeaeHHom B Kurtae [23], npuHsiiu yya-
ctue 20 manueHToB B Bo3pacTe 55—80 JieT ¢ 10AeMEHTHBIMU
CKP. MPT BobisiBUNIa TepeHEeCEHHBIH MH(APKT TOJOBHOTO
Mo3ra, MPeNMYIIECTBCHHO JIAKYHAPHOTO TIOATHTIA, Y BCEX WC-
MBITYeMBIX. B KOHTpPOJIBHYIO TPYIITy BOILIM 3IOPOBBIE CYOh-
eKTHI TOTO XK€ Bo3pacTa. Pe3y/brar moarcoMHoOrpapnyeckoro
MCCIICIOBAHMS TTOKA3all YBEIMUCHNE BPEMEHU OOIPCTBOBAHMS
MOCJIe 3aChIMaHusl, YIIMHEHUE TIePBOM CTaluK, YMEHbIICHUE
BTOPOU U TPEThel CTaAUil, COKpallleHUe CTaauK OBICTPOTO CHA.
JlaTeHTHBII TIEpUOJ cTaguu OBICTPOTO CHA 3HAUMMO He pasiiu-
yajics B IBYX Ipynmnax. ABTOpbI UCCea0oBaHus [23] monaraior,
YTO TAKOH MATTePH CHA MOXKET OBITh CITCIIM(DUIHBIM U CITyKUTh
MapKepoM COCYIMCThIX KOTHUTUBHBIX HApYLIEHUIA.

3acnyxuBaeT BHUMaHUA UccienoBaHue [24], B KOTOpOM aHa-
musupoBanuch u3MeHeHus cHa npu CKP u bA. IonucomHo-
rpadust MpoBOAMIACH B 3 Ipymax rmo 12 yeqoBeK: MalUeHTHI C
bA, nauuentsl ¢ CII u KoHTponbHas rpynna. Mccaenopatenu
AHATM3MPOBANIM TICPHOI BPEMEHHM OT BBIKTIOUCHMS CBETa IO
Hayaja BTOpo#l cTaguu cHa. OOHapyXeHO, 4To (IyKTyalus
MOJIOXEHUS] UICTOYHMKA (.-pPUTMA BIOJb TEpeHe-3aqHENd OCH
MO3ra BO BpeMs Iepexoqa OT OOIPCTBOBAHUS KO CHY BbIpa-
keHa cunbHee mpu CI, yem mpu BA. ABTOpbI UccienoBaHusS
TIOJIATAIOT, YTO ITOJTYyYCHHBI Pe3yNbTaT IOAIePKUBACT THIIO0-
Te3y O CHIDKEHUM 3G GEKTUBHOCTY MEXaHU3MOB MOMIEPKAHUS
6onpcrBoBanus npu CJI, MOCKOBKY (HIYKTyalust MONTOKEHUS
nucTouyHnKoB DO BapbupyeT B 3aBUCUMOCTH OT YPOBHS 00Ip-
CTBOBaHUS. Pa3HWIIBI B JIATEHIIMU CHA MEXIY IBYMs TUITAMU
TEMEHIINH He BBISIBICHO.

B mpyrom uccrenoBanum xapakrepuctuk cHa mpu CKP, mpo-
BeneHHOM B Kurae [25], mpuHsuM yyacTue 56 MallMeHTOB C
noneMeHTHbIMU CKP. Pa3BuTvie KOTHUTUBHBIX HapyIIEHUN
MOCIe MHCY/BTA SBUJIOCh OMHMM M3 KPUTEPHEB BKIIOUCHMS,
KpUTEpUeM HCKIoYeHUus1 — Hanuuue bBA. KorHutuBHbBIE
(ynkim omeHuBany 1pu oMot MoCA-Tecta, COH — TIpH
noMoiy [IMTTCOYpPrcKoro OmpocHMWKa KayecTBa CHa U IIO-
micoMHorpaduy. B mccrenoBaHne BOLUIM ABe KOHTPOJIBHEIC
TPYIIIIBL; 3T0POBBIC UCTIBITYEMBIE 1 UCIIBITYeMbIE, IEPEHECIIINE
WHCYJIBT, HO He MMEBIINE KOTHUTUBHBIX HapymeHuit. [lamm-
€HTBI ¢ KOTHUTUBHBIMM HapyHICHISIMU UMEJTH 00JIee BBICOKUI
0as11 o [TuTTcOypreKkoMy ONMpOCHHMKY, YTO yKa3bIBaeT Ha 60J1b-
TIYIO CTETIeHb HAPYIICHWIA CHA. Y TAIIMeHTOB ¢ KOTHUTHBHBIMU
HapyLIEHUSIMU M Y TIALIMEHTOB, MEPEHECIINX UHCYIBT, HO 6e3
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KOTHUTHBHBIX HapYIIEHUH, MO TaHHBIM IIOJMCOMHOTpabUH
Ha0JTI0an0Ch YMEHbIIEHUE POJOJDKUTENBHOCTH CHA, YMEHb-
IIEHNE TPEJCTaBIEHHOCT MeIJIEHHOBOJTHOBOTO CHa W CTa-
UK OBICTPOTO CHA, CHUXeHUE 3(PGhEKTUBHOCTH CHA, a TAKXKe
yBEIMUEHNE BPEMEHM 3acChIllaHus, WHAEKCA MepUOANYeCKUX
JBUXKEHUI KOHEYHOCTEH BO CHE UM MHIEKCa MPOOYXIEHUI, KO-
TOPHBII BHICYUTHIBANICS KaK KOJMYECTBO TPOOYXIeHNI 3a 1 yac
cHa. HIeKe meproanmIecKX IBIDKEHU KOHETHOCTEH BO CHE
y TalMEeHTOB C CUHIPOMOM OECIOKOWHBIX HOT ObLI 3HAYMMO
BBIIIIC B TPYIIIIE ¢ KOTHUTHUBHBIMY HapylIeHUsIME. Kpome Toro,
TOKa3aHa 3HauMMasl MOJIOXKUTENbHAs KOpPesIms MexXy 3¢-
(bexTUBHOCTBIO cHa U 6aiom MoCA-TecTa.

HecMoTpst Ha TO YTO CMHAPOM MNEPUOTMYECKMX IBMKEHMIA
KOHEYHOCTE BO CHE HE OTHOCUTCS K TUIIMYHBIM M3MEHEHMU-
ssm ipu CKP, mokaszaHo, 4To OH SBJSIETCSI pUCKOM Pa3BUTHSA
cepIeyHO-COCYIUCTHIX 3aboseBanuii [26—28]. Ha ocHoBaHuu
3TOro MpOBeAeHA paboTa, KOTOpast OKa3aia, YTO BHICOKUIL MH-
JIEKC TIEPUOIMIECKUX IBIKCHUI KOHEYHOCTEN BO CHE CBsI3aH
¢ OOJIBIIKMM YPOBHEM TMIEPUHTEHCUBHOCTU OE/IOr0 BElLIECTBA
no naHHbIM MPT [29]. ABTOpHI McClenoBaHMs MOJIaraioT, YyTo
WHIEKC IBIDKEHUI BO CHE MOXKET CTaTh MapKepOM pPa3BUTHS
«00JIe3HI MEJIKMX COCYI0B TOJIOBHOTO MO3Ia».

BepoATHbie MEXaHM3MbI B3AMMOCBA3H HADYIICHUI MKNA
COH—0OJPCTBOBAHNE H COCYIMCTBIX KOTHHTHBHBIX HAPYIICHHIA

Llvkn coH—6ompcTBOBaHKE PETYIUPYETCS CIOXHBIM B3aMMO-
JEHCTBUEM MEXIY CyTpaxvua3MabHBIM SIIPOM THIOTaIaMyca,
0a3aIbHBIMU OTIENAMU MEPETHET0 MO3Ta, TOPCATbHBIM U LIEH-
TPaJIBHBIM BEPXHUMHU SIIPAMH I11BA, PETUKYJISIPHON (hopMarmeis
MOCTa ¥ TIPOIOJITOBATOrO MO3ra. YacTb 3BEHBEB 3TOI CUCTEMBbI
YYacTBYET B PETyJISIIMU KOTHUTUBHBIX (YHKIMI 1 mamMsty. [1o-
BPEXIEHNUE 3TUX CTPYKTYP BBI3bIBAET HAPYLICHUS KaK CHA, TaK
1 KOTHUTUBHBIX (pyHK1Mi [30].

MexaHU3MBbI CBSI3M CHA M KOTHUTUBHBIX PacCTPOMCTB Haubo-
Jiee IeTaJIbHO paccMaTpUBaloTCs Ha mpumepe BA, B To BpeMs
Kak MexaHu3Mbl cHa rpu Hanmuuu CKP 6e3 nmpusHakoB BA
0CTalOTCs Majlou3yyeHHbIMU. B HeKoTophIx paboTax paccma-
TPUBAIOTCS 30HBI, KOTOPBIE MOTYT OBITh ITOPaXKEHBI M TIPH CO-
cyaucToM npoliecce. JenpuBaiiusi cHa BbI3bIBAET JETEHEPALMIO
KJIETOK TONYOOTO MATHA, YTO HETATUBHO BJIMSCT HA KOTHUTHB-
Hbele ¢yHkuy [31]. TToBpexaeHue roayooro msITHa yCKOpSET
HelipofiereHepaluio y XMBOTHBIX ¢ MoiensiMu BA u 6one3nu
IMapkuHcoHa [32]. ABTOpHI ITONAraioT, YTO IMOBTOPSIONIASICS
HexBaTKa CHa (Harpumep, Y JIofeii, paboTarolux 0 CMEHHO-
My rpaduKy) IIPUBOAUT K TIOCTETICHHOMY TIOBPEXKICHIIO HEli-
POHOB T0JTy0Oro MATHA U K Pa3BUTHUIO HEHpoaereHepaTUBHBIX
MIPOLIECCOB M KOTHUTHBHBIX HAPYIIEHUIA,

JlereHeparysi CyrnpaxvuasMaJbHOTO siipa — TJIaBHOTO TeHepaTo-
pa LMPKAAUAHHBIX PUTMOB U XOIMHEPIUYECKUX HEWPOHOB 0a-
3aJIbHOTO siipa MeiiHepTa, KoTopast oTMevaetcs npu bA, moxer
OBITH TIPMIMHON Pa3BUTHSI KaK PacCTPOMCTB IIMKIIA COH—O0Ip-
CTBOBAaHUE, TaK M KOTHUTUBHOTO fiepekTa [33]. ALeTUIXonus —
HelipoMearaTop, KOTOPBI ydYacTBYeT B DETYISIMU LKA
coH—OompcTBOBaHMe. KpyITHBII KIIacTep XOMMHEPIUIeCHX Heli-
POHOB — TIEAYHKYJIOIIOHTUHHOE Y T0PCOJIaTepabHOE Spa Mo-
KPBIIKY MocTa. [IpoeKIMy 3THX KJIETOK UAYT K XOJIMHEeprude-
CKMM KJICTKaM TajlaMyca U 6a3aIbHbIM SIIpaM IePEIHEr0 MO3ra.
CTuMyNSIIMS e TYHKYTOMOHTHHHOTO SIIpa MTPUBOIMT K OBICTPO-
My TpobyxaeHuto, a Ha DOI BO3HMKAIOT BLICOKOYACTOTHBIE
PUTMBI, CXOXHE C PUTMAMU OOAPCTBOBAHWS, HU3KOUACTOTHEIC
PUTMBI TTONABTITIOTCS. HemocTatounast akTHBHOCTD KJIETOK 3TO-
TO SIIpa YMEHbBIIAET MPEACTABICHHOCTh CTaIUK OBICTPOTO CHA.
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Brnusgane XoMMHEPTUUeCKWX HEHPOHOB IT€AYHKYJIOMOHTHH-
HOTro f1pa Ha (popMHPOBaHKE CTAANU OBICTPOTO CHA HEOMHO-
3HayHO. HekoTopble uccienoBaTeNn IMOKa3aud, 4TO XOJH-
HepruyecKue HEeMPOHB! YYaCTBYIOT B TMOAAEPXAHWM CTAIUN
BC. Jlpyrue oOHapyxXuau, 4TO pa3pylleHME 3TUX KIETOK
HE TIPUBOIUT K CYIIECTBEHHOMY M3MEHEHMIO CHa. B cBsi3m ¢
STUM BBIIBMHYTA TUIIOTE3a, YTO XOJMHEPTUUSCKME HEHPOHBI
TIEAYHKYJIOTIOHTMHHOTO SIpa WHTMOMPYIOT MEIUICHHOBOJIHO-
BYI0O aKTMBHOCTh ¥ MHHUIIMHPYIOT OOAPCTBOBAaHUE W CTAMUIO
ObICTpPOro CHa, HO He momnepxuBatoT ux [34]. UccaenoBanue,
KOTOpOE TI0KA3aJI0 CBSI3b CTPYKTYPHBIX MOBPEXICHWIA XOJIH-
HEePruyecKMX HEMPOHOB ¢ HApYIICHWEM IIMPKaAUaHHBIX PUT-
MOB ¥ KOTHUTUBHBIX (DYHKIIWIA, TPOBEICHO HA TPAHCTEHHBIX
mbimax TG2576 — monenn BA. LlnpkagnanHbie HapylIeHus
OBITM aHAJIOTMYHBI TAKOBBIM Y MMAIIMEHTOB ¢ BA (yBemmueHune
BpPEMEHM LIMPKAAMAHHOTO Mepuoaa). ABTOPbI OOBSICHSIIOT 3TO
HapylIeHHeM 3KCIPEeCCUM TeHa XOJMHEPTUYECKMX PELEeNTO-
poB HTHC 1 HenocTaTOYHOCTBIO XOMMHEPTMYECKOl MHHEPBA-
LUK CyIpaxra3MajlbHOro sapa. BBeneHne nHruouTOpa X0MH-
acTepasbl (MOHeme3nna) OKa3biBaJio MEHBIIWI TPoOyXaa-
muit 3¢ GeKT y TpaHCTEHHBIX MBIIIEH MO CPaBHEHUIO C MH-
TaKTHBIMU XXHUBOTHBIMU [35].

BepositHo, cBa3b uzmenenuit cHa u CKP onocpenyetcst yepes
(bakTophl pHCKa TOCAEAHUX (aTepPOCKIEpo3, apTepuaibHas
TUTICPTOHUSI, TUa0eT, MieMudeckas 00JIe3Hb cepala U Hp.).
MexaHu3M CBSI3M HapYIIEHUI CHA C CEpIeYHO-COCYIUCTOM Ma-
TOJIOTHEl 0 KOHIIA HEe M3Yy4Y€H, OMHAKO CYILECTBYET HECKOJIb-
KO OOBSICHEHWIA: AU3PETYISLUS TUIIOTATIaMO-TUNO(MU3apHOi
OCH, U3MEHEHHas (YHKUUS aBTOHOMHOW HEPBHOU CHCTEMBI
M M30BITOYHAS] CHMIIATUYECKAs] AKTMBHOCTb, IMOBBILIIEHHBIM
YPOBEHb CUCTEMHOTO BOCIATIEHUS U YCKOPEHHBII aTepOreHes.
MHcoMHUS cBs3aHa ¢ YBEJIMUEHUEM aKTUBHOCTH CHMIIaTHYe-
CKOM CUCTEMBI U, COOTBETCTBEHHO, C MOBBILICHHBIM YPOBHEM
«TOPMOHOB OOIPCTBOBAHMS», TAKUX KaK KOPTH30JI, YTO TIpe-
noJjiaraeT M30BITOYHYI0 aKTUBHOCTh TMITOTaJIaMO-TUIIO(GH3ap-
HO-HAITIOYEYHUKOBOI cucteMsl. Kpome Toro, B pse uccieno-
BaHUI MOKa3aHO, YTO Y MALIMEHTOB C MHCOMHMEN MOBBILIECHBI
KOHIIEHTpaI¥sl HOpaJpeHa Ha B IIa3Me KPOBU U MOYE, a TaK-
3Ke YacToTa cepaeyHoro purMa [36]. [lomMuMo CBS3U MHCOMHUM
HETIOCPEICTBEHHO C CEPAEYHO-COCYAUCTBIMU 3a00JIeBaHUSIMU
MOBBIIIEHHAS AKTUBHOCTh CUMIIATUYECKO CUCTEMBI HAPYIIAET
MeTa00JIM3M ITIOKO3BI U MIPUBOIUT K TUA0ETY, YTO TAKKE UIpa-
€T POJIb B PA3BUTHU CEPIEIYHO-COCYIUCTHIX 3a00J€BAHUN.

YUpesmepHas aKcIpeccusl psiia HIUTOKMHOB, (pakTopa HeKpo3a
OITyXOJIel, XeMOKMHOB MTPAET POJIb B Pa3BUTHUU aTePOCKIIEpO3a
[37]. [Ipu ucKycCcTBEHHO BBI3BAHHON MHCOMHUU (IETPUBALIIM
M OrpaHWYCHUW BPEMEHM CHA) HaOIIOMAeTCS ITOBHIIICHHBIN
YPOBEHb BOCIIANUTEIBHBIX IUTOKMHOB, BKIIIOYAs T€, KOTOPHIE
YYacTBYIOT B aTeporeHede, — C-peakTUBHbBIN 0ok, (hakTop
HEKpo3a oIryxoneii-o 1 mHTepaeikud [38, 39]. OkcumaTuBHBII
CTpecc — ellle OMH MeXaHU3M, KOTOPbIH JIEXUT B OCHOBE IM0-
BBIIIIEHHOTO PHCKA Pa3BUTHS CePIETHO-COCYINCTHIX 3a0071¢Ba-
HU IPY MHCOMHMU. AKTUBHBIE (DOPMBI KMCIIOPOIa BIUSIOT Ha
COKPaTMMOCTh MUOKAapJa, SBISIOTCS TyCKOBBIM MEXaHU3MOM
ApUTMMIA, 3aITYCKAIOT peMOIeIMpOBaHNe MIoKapaa. M30bITou-
HBIA YPOBEHb aKTMBHBIX (DOPM KMCJIOPOJa BbI3bIBAET OKCUIA-
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COH 1 coCYVCTbIE KOTHUTUBHLIE PACCTPOICTBA

TUBHOE ToBpexaeHue cocynoB [40]. TTokazaHa cBSI3b MeXIy
OKCHUIATUBHBIM CTPECCOM U PACCTPOMCTBAMU ABIXaHWS BO CHE
y TOXWJTBIX JIIOMIEH ¢ PUCKOM pa3BUTHS nemMeHIuu [41].

HenaBHee oTKphITHE TTUM(ATHIECKON CUCTEMBI MOXET TIPO-
JIMTh CBET HA CBSI3b HAPYIUEHUI CHA U KOTHUTMBHBIX pac-
CTPOICTB, T.K. TIOKa3aHO, YTO €¢ (PYHKIMOHMPOBAHUE IIPH-
BSI3aHO K ILMKITYy COH—OOIPCTBOBAaHWE, a IHMK AKTUBHOCTH
npuxoautcst Ha coH. Ilpenmosaraercs, 4rto ogHa U3 (PyHKIIMI
IIAM(ATHICCKON CUCTEMBI — KIIMPEHC Pa3IMIHBIX COCTUHE-
HU# ¥ n30bITouHOM xuakoct 13 LIHC B iepedpocnmuHanbHyio
KHUIKOCTb U Jajiee B TUM(aTHIECKYIO CUCTEMY, a HapyIIeHHE ee
(OYHKLIMOHMPOBAHMS MOXET IIPUBOIUTH K PA3BUTUIO HElpoe-
reHepaTUBHbIX U LIEpeOPOBACKYISPHBIX 3a001eBaHuil [42, 43].

3akmouenue

[TpoBeneHHbIE MCCAEAOBAHUS TOKA3hIBAIOT CBSI3b MEXIY M3-
MEHEHUSIMU B LIMKJIe COH—OompcTBoBaHue U pa3BuTeM CKP.
Haunbosee nsyueHnsle u ob1ye ¢GopMbl OTKIOHEHUH B LIUKIIE
COH—0OIPCTBOBAHNE TIPH CEPACUHO-COCYTUCTON ITATOIOTUH —
M3MeHeHUe MPOJOIKUTETbBHOCTH CHA, altHo3, nHcoMHus, J1C,
KOTOpBIE BBICTYMAIOT (haKTOpaMU PUCKa Pa3BUTHUS KOTHUTHB-
Horo meduuuTa. Ha dopmupoBanme XpOoHWUECKONW WIIEMUM
rojoBHoro mMosra u pa3sutiie CKP momomHutenbHOe HeraTuB-
HOE BIIMSTHHAE MOTYT OKa3bIBaTh CHHAPOMBI O€CIIOKOMHBIX HOT 1
MepUOANIECKUX ABIKEHUI KOHeuHoCcTel. TeM He MeHee ocTa-
€TCsl PSAA HEpelleHHBIX BOIPOCOB U MPOTUBOPEUUIl, KOTOPHIE
MOTYT OBITH CBS3aHBEI ¢ TPYIHOCTHIO ITPOBEICHUS KPYITHBIX TIPO-
CTHEKTUBHBIX UCCJIEAIOBAHUI C UCIIOIb30BaHNEM 0OBEKTUBHBIX
METO/IOB OLIEHKH CHa.

B 6onbinmHCTBe padot, KoTopbie KacaloTcs uzydyeHus CKP, aB-
TOpBI He M HEPeHITMPYIOT TUITBI KOTHUTUBHBIX HAPYIIEHWIA
[44] 1160 oKycUpPYIOTCA HAa aMHECTMYECKOM BapHaHTe KOr-
HUTUBHBIX PACCTPOUCTB. OTYACTU CIOXMBLIASICS CUTYyalUs
CBsI3aHA C OOJBIION PAacTPOCTPAHEHHOCTBIO IEMEHLIUN CMe-
HIAHHOTO TeHe3a, Korna AuddepeHIMpoBaTh 3T COCTOSTHUS
3aTPYTHUTENBHO.

OrpaHuyeHue OOJBIIMHCTBA PAOOT — HENOCTATOYHOCTh UC-
MOJIb30BAHUSA OOBEKTUBHBIX METOJOB UCCICIOBAHUA CHA W,
B YAaCTHOCTH, MoaucoMHorpacduu. PaboTel, KOTOpblE OCHO-
BBIBAIOTCSl HA MOJMCOMHOTIPaUuecKOM MCCIIEN0BAHUH, Je-
MOHCTPHPYIOT, YTO HapYIICHUS] apXUTEKTYphl CHAa M €ro Ka-
YECTBEHHBIX XapaKTEPUCTUK MOTYT OBITh JOMONHUTETbHBIMU
JUArHOCTUYeCKUMU Mapkepamu pa3Butus CJI.

BBIIBMHYTO MHOTO TUIIOTE3 O CBSI3M KOTHUTMBHBIX Hapylle-
HUI W PacCTPOICTB CHa, OIHAKO OOJBIIMHCTBO U3 HUX OC-
nosbiBaercd Ha Mozmenu BA. Ceasp CKP u cHa Moxer OBITH
orocpeaoBaHa yepe3 (PakTopbl PUCKa COCYAUCTBIX 3a00JeBa-
HUU, HO JTaHHBIA BONIPOC U3YUYEH HE B MOJHOM Mepe.

C yueTtoM pacnpocTpaHeHHOCTH ¥ 3HauuMmoctu CJI mpencras-
JIsieTcsl BaXKHBIM M3Yy4aTh M3MEHEHMS CHA, UCIIOJIB3YS 00BEeK-
TUBHBIE METOJbI UCCIEIOBAHMSI, C LIeIbIO MOMCKA MPOTHOCTH-
JeCKUX MapKePOB Pa3BUTHUS 3TOTO 3a00IeBaHUSL.
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[HIkana olileHKHU TSIKeCTU
JIOOHO-BUCOYHOU NJeMEHLIUU
(Frontotemporal dementia rating scale —
FTD-FRS): 1TMHTBOKYJIBTYpHAas
ananrauusga B Poccuu
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'@I'BHY «Hayunviii uenmp nesposoeuu», Mockea, Poccus;
’I'bY3 lopodckas kaunuueckas 6oavhuya Ne 24 J1I3M», Mocksa, Poccus;
SOIAOY BO «Ilepsniit Mockosckuii eocydapcmeentoiii meduyunckuii ynusepcumem umenu U.M. Ceuenosa Munzopasa Poccuu»
(Ceuenosckuii Yuusepcumem), Mockea, Poccus

Besedenue. Jloono-sucounas demenyus (JIBI) — neiipodecenepamusnoe 3ab01esanue, npedcmasasioujee 6mopyio no 4acmome nPUHUHY 0eMeHyUU ¢ pax-
HUuM Hauaaom (0o 65 nem). Korunecmeennas oyenka maycecmu 3a001e6aHUS MONCEM CAYICUMb BANCHBIM UHCHPYMEHIMOM RPU ONpedeseHUy NPoeH03a
U 00BeKmUBHOI OUeHke MmeMna npoepeccuposanus 3a001e8aHuUs, Mo 8AXCHO He MOAbKO 045 KAUHUMECKOI NPAKMUKY, HO U NPU NPOBEOSHUY HAYHHbIX UC-
caedosanuil. Cheyuanu3uposantble pycckoa3nlyHble WKAbl 015 oyeHKu maxcecmu demenyuu npu JIBI omcymemeytom, a ucnonv3osanue ¢ 3moii yensio
wKan, paspadomanHvix 043 QYHKUUOHANbHOU OYeHKY nayUeHmog ¢ 004e3Hbl0 Anbleeiimepa, npugooum K owmuboyHoll duazHocmuKe U CHuMcaem ka4e-
CMB0 NPOBOOUMBIX UCCALO0BAHUI.

Ileav pabombr — aunegokyrbmypras adanmayus u eaiudauus pycckossviunoii eepcuu Mlkanv: oyenku maxcecmu JIBA (Frontotemporal dementia rating
scale — FTD-FRS).

Mamepua.ast u memooet. [Iposedenst npsamoii u 06pamubiii nepegodb WKAAb! U MAMEPUAN08 K Hell, NUAOMHOe MeCMUPO8aKle, pa3padomKa pyccKos3biy-
H020 6APUAHMA NPU YHACMUU PUA0A02A-AUHSBUCIMA U HEBPOA0208, CReUAAUUPYIOUUXCS HA pabome ¢ NAYUEHMAMY C KOSHUMUBHBIMU HAPYUWeHUAMU.
Pesyavmamu. Ilocae oxonuarus npoyedypsi npsmo2o u 06pamuozo nepeso0os 3kcnepmHoil KoMuccuell yempaneHsl Hemo4HOCHY nepesood Mamepuano8
wiansl. Ipoussedeno nusomuoe mecmuposarue Ha 10 nayuenmax ¢ JIBI, mpyonocmei npu noHuManuu u unmepnpemayuy uHcmpykyui y uccaedosa-
menell He 6o3HuKA0. [locae nposederus danHo20 IMAna NPUHAM PUHAAbHYLI BAPUAHM PYCCKOA3BIYHOU Bepcuu wKabl. B cmambe npusedenst ocHogHOI
MeKCm WKAAbL U CCoLAKA HA NOAHbII 8APUAHIM WK AAbI C OCHOBHVIM MEKCMOM U UHCMPYKUUIMU.

3akarouenue. Bnepsvie onybauxosan pycckossviunbiii eapuanm lxane ouenxu maacecmu JIBI. Boinoanen nepswiii sman 8aaudayuu (AuH280Kyabmyp-
Has adanmayus) Ha 6aze Hayynoeo yenmpa neepoaoeuu. Ilpodoaxcaemes paboma no oyeHKe ncuxoMemputeckux ceoiicme pyccKo3biHoIl 6epcul.

KiroueBbie ci10Ba: 100H0-6UCOUHAS OeMeHUlUA,; WKAAA OUSHKU MSAJCeCMU; 8aAU0AUUS; AUHBOKYAbMYPHAS A0ANMAUUS.

HNcrounuk unancupoBanus. PaboTa BbinoHeHa pu (MHAHCOBOI Moanepxxke Poccuiickoro dpoHma hyHIaMeHTaIbHBIX UCCIeI0Ba-
Huii (rpanT Ne 19-015-00533).

Kondaukt uHTEpecoB. ABTOPHI NEKIapUPYIOT OTCYTCTBUE SIBHBIX U MOTEHLIMATBHBIX KOH(IMKTOB MHTEPECOB, CBSI3aHHBIX ¢ ITy0JIMKa-
LIAEN HACTOSIIEU CTaThHU.
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Frontotemporal Dementia Rating Scale (FTD-FRS):
Linguistic and Cultural Adaptation in Russia
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Introduction. Frontotemporal dementia (FTD) is a neurodegenerative disease and is the second most frequent cause of early-onset dementia (before 65 years).
Quantitative assessment of disease severity can be an essential tool for predicting and objectively assessing the rate of disease progression, which is vital not only for
clinical practice but also for research. There are no specialized Russian language scales for evaluating the severity of dementia in FTD, and the use of functional
assessment scales developed for patients with Alzheimer disease for this purpose leads to erroneous diagnosis and reduces the quality of research.

The aim of this work was to perform linguistic and cultural adaptation and validation of the Russian version of the Frontotemporal Dementia Rating Scale
(FTD-FRS).

Materials and methods: Forward and back translations of the scale and its materials, pilot testing, development of the Russian language version with the help of
a linguist and neurologists specializing in working with patients with cognitive impairments were performed.

Results. After completing the forward and back translations, the expert commission removed inaccuracies in the translation of the scale materials. Pilot testing was
carried out on 10 patients with FTD. Researchers did not have any difficulties understanding and interpreting the instructions. After this stage, the final edition
of the Russian version of the scale was adopted. The article contains the main text of the scale and a link to the full version of the scale with the main text and
instructions.

Conclusion. A Russian language version of the Frontotemporal Dementia Rating Scale has been published for the first time. The first stage of validation (linguistic
and cultural adaptation) was performed in the Research Center of Neurology. There is ongoing work to evaluate the psychometric properties of the Russian
language version.

Keywords: frontotemporal dementia, rating scale; validation, linguistic and cultural adaptation.
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Bsenenne KJIMHUYECKMX BapUaHTOB, M30JMPOBAHHO aCCOLMMPOBAHHBIX

¢ peveBoii aucoyHkuueii [5]. Y xotsa B HacTosiiee BpeMsl He
JlobHo-BucouHas memennus (JIBI) — HelipogereHepaTUBHOE cyllecTByeT crieruduueckoro geueHus ais JIBJI, nanbHeitee
3aboneBaHMe, TPOSIBIISIONICECS] TPOTPECCUPYIOIIMMU  Hapy- M3y4YeHMe MaToreHe3a 3a00/IeBaHMsT MOXET IPUBECTU K pa3pa-
HICHISIMU TIOBEICHMS W/WIN PeUM, HEPEIKO MBUTATCIBHBIMU 00TKEe M BHEOPCHUIO HOBBIX COCOMHEHMI C TepareBTIHIECKUM
paccTpoNCTBAMU, aCCOLIMMPOBAHHOE C TUMOTpOduUeii JOOHBIX noteHiManoM. [Tpu 3ToM U1 MpoBeneHUsT KIMHUYECKUX UC-
1/WIM BUCOYHHIX H0jieil TonoBHOro mosra. JIBI cumraercs CIIeIOBAaHMI TPEOYIOTCS CITCIM(PUIECKIe IIKAIBI, CIOCOOHBIE
BTOPOH 110 PACIIPOCTPaHEHHOCTU IPUYMHOM AEMEHIIMHU B TPYTI- TOYHO OIICHWBATh CTENEHb TSKECTH PAa3TMYHBIX BapUAHTOB
Ie TMalUeHToB ¢ paHHUM Je0toToM (<65 net) mocie 6one3Hn JIBJI 1 yyBCTBUTEbHBIE K OMpPEAENeHII0 TEMIIa TPOrPecCUpo-
Anbureitmepa [1]. 3abosieBaHue SIBIAETCS KpaiiHe IreTeporeH- BaHUs 3a001eBaHusl. JIo HelaBHETO BPEMEHU HE CYILIECTBOBAIO
HBIM C KJIMHUYECKOM, TeHETUYECKO M TaToMopdoJIorniecKon CTIEIMATM3UPOBAHHOI NIKAJIBI, TIO3BOJISIONIEH OIIEHUBATH CKO-
TOYeK 3peHMsA. B Hactosimee BpeMsl BBIIEISIOT HECKOJIBKO pocthb mporpeccupoBanus JIB/I ¢ yaeToM pa3HBIX (PeHOTUIIOB.
KJIMHUYECKMX (OpM 3a00JeBaHMsI, OCHOBHBIMU M3 KOTOPBIX BbiM monbITKY UCTIONBb30BAHUS A1 3TOM 1LeIM IIKAJIbl OLEH-
SIBISIIOTCS TToBeaeHueckuit BapuaHT JIB/I (mBJIBJI), arpamma- KU TSKeCTH AeMeHLMu rpu 6oje3Hu Anblreiimepa (Clinical
tuueckuii (aBIITIA) u cemantmueckuii (cBIITTA) BapuaHTHI dementia rating scale — CDR), a Takke MOAU(MUIIMPOBAHHOTO
nepBUYHOli mporpeccupytowieii adazuu [2]. Jo 40% cnyyaes BapuanTa mkaasl CDR mist JIBJ] (FTLD-CDR), kotopsie mo-
JIB/I mMeIoT OTSITOIICHHBIN CeMEIHBII aHaAMHE3 C ayTOCOMHO- Ka3aJii X HECIIOCOOHOCTD BBISIBIICHUS Pa3IMUMii MKy KITH-
JOMUHAHTHBIM TUIIOM HacjemoBaHus [3]. B Hactosiee Bpe- Huyeckumu BapuaHtamu JIBII u ckopocTu mporpeccupoBaHus
M OITMCAHO HECKOJIBKO ECSITKOB TeHOB, MYTallUM B KOTOPBIX B KaXI0M KOHKpeTHOM ciydae [6]. Jus aroit temun B 2009 .
MOTYT MPUBOIUTH K pa3BUTUIO 3a0ojeBaHus [4]. OmHaKo Bce Oblma pa3zpa®oTaHa crielMalM3upoOBaHHas I1Kana, CrocoOHas
CIly4au, acCOIMMPOBAHHbIE C BBISBICHHON MyTallMeil B KAKOM- OLICHUTD CTETIEHb TSKECTU U YPOBEHD (PYHKIIMOHATBHOTO CHHU-
JIM00 U3BECTHOM I'€HE, COCTABJISIIOT JIMLIb TIOJIOBUHY CEMEMHBIX xeHust mpu JIBJI — IIkana oLieHKY TSKECTH I0OHO-BUCOYHOM
CITy4aeB, YTO TOBOPUT O BOBJICYEHUHM B ITATOTeHE3 00JIE3HU psiia nemeHuuu (Frontotemporal dementia rating scale — FTD-
JPYTAX MEXaHU3MOB. YUUTHIBAS CIIOXHOCTb ITATOT€HETUYECKO- FRS) [7]. IlIkana co3maHa KOJUIEKTHBOM aBTOPOB 13 Bemiko-
ro mpoiiecca u pasHoobpasue deHoTumnos JIBI, oueHb cnox- OpuTaHUY U ABCTPAIMU U MPEUMYLIECTBEHHO UCIONb3YeTCS B
HO TIpeNcKa3aTh CKOPOCTb IMPOTPECCHpOBaHUS 3a00NEBaHUS OPUTMHAIIBHOM aHTJIOS3bIYHOM BapuaHTe. COTacHO JOCTYII-
B KaXIOM KOHKPETHOM CITy4ae. HBIM JaHHBIM, ajanTallys MAHHOW IIKaJbl U €€ BaaMmaIlus

MpoBOAMIUCH Julib B bpasunuu [8] u Ucnanuu [9]. Ha pyc-
B HemaBHUX McclemoBaHUSIX ToKa3aHo, 4to JIBJl 3HaumTess- CKUI1 I3BIK IITIKaJIa PaHee He TIEPeBOIIIACH M B PYCCKOSI3BIYHBIX
HO BJIMSIET Ha TMOBCEHEBHYIO aKTUBHOCTD JIaxKe TMPY Pa3BUTUU HayYHBIX UCCIIEIOBAHUSIX HE UCIIOIb30BANAC.
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Ienbro pabOTH SBJIATACH IMHTBOKYJIBTYPHAS amaNTaIys IIKa-
el FTD-FRS ¢ nocnenyonieil oLgHKOM MCUXOMETPUYECKUX
CBOMCTB PYCCKOSI3BIYHOM BEPCUU.

Marepuabl 1 METOIbI

JIMHTBOKY/NBTYpHAS afanTalys MIKaibl U MPOTOKOJ €€ Balu-
Jauyy ObUIK COTTIACOBAHBI C MPOGHECCOPOM, CIIELIAATICTOM T10
KJIMHUYECKUM HCCIIEIOBAHUSIMU YHUBepcuTeTa BocTouHOM
AHrnuu, pokropoM E. Mioshi, koTopas siBisieTcs OOHUM U3
pa3pabOTYMKOB OPUTHHATBHOM Bepcuu. JIMHTBOKYNBTYpHast
aganTalys MPOU3BOAMIACE COMIACHO OOLIENPUHSTHIM PEKO-
MeHparmsM [10, 11].

Ha nepBom 3tamne ocyliecTBieH NpsiMOid epeBO OPUTHHANb-
HOI1 BEPCUU LLKAJIbl U MHCTPYKLMIA K HE ¢ aHIJIMICKOTO SA3bIKa
Ha pPYCCKUI IBYMSI HE3aBUCUMBIMU MEAMIIMHCKUMU TIEPEBOI-
yuKaMu (pucyHoK). Ha Bropom sTame mpousBeneH 0OpaTHBIiM
nepeBoI 001Iel pycCKOoi BepCUM Ha aHTJIMICKUIA SI3bIK HOCHTE-
JIEM aHTJIMACKOTO $I3bIKa, UMEIOLIMM MEIMLMHCKOE 00pa3oBa-
Hue. [Tocne aToro paspabotaHHas pycckas Bepcusi 00CyXneHa
9KCIEPTHON KOMMCCHUEl MOJ MpeaceaTeIbcTBOM MEPeBOIYM -
Ka-3KCIepTa, He MPUHMUMABLIETO PAHEE YYacTUE B MEPEBOJE.
B cocraB KomuccuM TakKe BOLIIM HEBPOJIOTH, paboTaroliue
C MAlMEHTaMU ¢ IeEMEHLIMEN, U MEAULIMHCKME TTEPEBOTYMKMU.

LWar 1: npaAmon nepeson
Step 1: forward translations

|

War 2: npeasaputenbHana Bepcua
Step 2: preliminary edition

{

LLar 3: o6paTHblii nepeBos,
Step 3: back translations

{

LLar 4: skcnepTHaa Komuccua
Step 4: expert commission

{

LWar 5: npeaBapwTenbHas Bepcus
Step 5: preliminary edition

{

LLlar 6: nunoTHOe TECTUPOBaHNe
Step 6: pilot testing

{

Llar 7: noBTOpHasa 3KcnepTHaA KoMuccmsa
Step 7: repeated expert commission

}

Llar 8: nHanbHasA pycckoasbluHan Bepcms
Step 8: final edition of the Russian version

Cxema mpoBeieHHs] IMHTBOKYJITYPHOI aIANTAIMK IKATbI OUEHKH TS~
XKecTH JIOOHO-BUCOYHOi nemennuu (Frontotemporal dementia rating
scale — FTD-FRS)

Flowchart of the linguistic and cultural adaptation of the Frontotemporal
Dementia Rating Scale (FTD-FRS)
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Cremyiommm 3TaroM ObUTO MPOBEACHUE MUIIOTHOTO TECTUPO-
BaHus Ha 10 manumeHTax ¢ auardozoM JIB/I, HaGmopatommxcs
B OTHEJCHUW HelpomereHepaTUBHBIX M HACJEACTBCHHBIX 3a-
6osieBanuit HepBHOI cuctembl ®TBHY «HayuHblii LieHTp He-
BPOJIOTUMN».

Kputepun BKIIIOYeHUS B UCCIIEIOBAHHUE:

* BO3pAacCT MalueHToB 35—85 neT;

* COOTBETCTBUE KJIMHMYECKM BO3MOXHOMY, BEPOSITHOMY U
TouHOMY quarHo3y neJIBJL [12];

* COOTBETCTBME AMarHoctTuueckuM kputepusMm aslIlIA u
cBllIIA [11].

KputepusiM HeBKITIOUEHUSI:

+ MaHudecTays 3a0oneBaHus paHee 35 JeT;

* COOTBETCTBUE AMATHOCTMYECKUM KPUTEPUSIM TarHo3a Jio-
roneHuyeckoro Bapuanra ITTA [13];

* BBIPAXEHHBIE MCUXMYECKNUE VI TSKEJIble COMATUYECKUE
pacCTPOMCTBA, HE TO3BOJISIOIINE OCYLIECTBUTh MPOTYKTHUB-
HBII KOHTAKT C TIAI[MEHTOM;

* 0TKa3 OT MPOBE/ICHUS UCCIIENOBAHUSL.

B pesynbrare B paboTy ObUTM BKTIOUEHBI 6 marieHToB ¢ mBJIB/]
1 4 nauuenra c aBlTITA.

ITocne nua0THOTO TECTMPOBAHUS ObLIO TPOBEICHO ITOBTOPHOE
3acelaHre SKCIICPTHOM KOMMCCHMH, YTBepXIeHa (hMHAIbHAsS
PYCCKOSI3bIYHAST BEPCHS IIKAJBI.

Hccnenosanue 66110 0106peH0 JIOKATbHBIM 3TUYECKMM KOMU-
tetoM ®T'BHY «Hayunslit ieHTp HeBposnoruu». Bee uctbiTye-
Mble MOIMUCATN T0OPOBOIBHOE WH(HOPMUPOBAHHOE COTIIACHE
Ha y4yacTue B UCCIeI0BaHUM.

Pe3ynbratbi u 06cyxeHmne

[kana npeacrapasetT coboii onmpocHUK U3 30 BOIPOCOB, MO-
CBSIIICHHBIX Pa3TMYHBIM aCIIEKTaM IIOBCETHEBHOI AKTUBHOCTH
MALMEHTa, OLCHUBAIOIIUX IIOBEAEHME B II€JIOM, IOBENCHUE
Ha yJUIIe ¥ B Mara3uHe, BBITOJHEHNE PabOTHI IO IOMY U CITO-
COOHOCTD K TelTe(pOHHBIM 3BOHKAM, CIIOCOOHOCTh BeCTH (PH-
HAHCOBBIE JIe1a U KOPPECTIOHACHIIUIO, TIPHEM JIEKapCTB, MPU-
TOTOBJICHHE W TIpHEM IHIIA, 0e30IacHOCTh M MOOMIBHOCTB.
[Ipenmonaraercsi, 4To BOMPOCH MOTYT OBITh 3afaHbl KaK He-
MOCPEICTBEHHO MALMEHTY, TaK U YXaXXUBAIOIIEMY 332 HUM JIUILY
(B 3aBUCHMOCTH OT TSKECTH BBIPaKEHHOCTH KOTHUTHBHBIX Ha-
pynrenwuif). KpoMe Toro, K 0CHOBHOMY TEKCTY IITKaJIbI IPHJIara-
I0TCSI 1Ba TIOAPOOHBIX PYKOBOICTBA TI0 TIPOBEACHIIO OIIpoca 1
oneHke pe3ynsraToB!. [1o pesysbraTaM mpoBeaeHus oIpoca o
CIIeIMAIbHOI (hopMyIie TIPOM3BOIUTCS OLEHKA COXPAaHHOCTH
Pa3IMYHBIX ACTIEKTOB TOBCETHEBHON aKTMBHOCTHU (B MpPOLIEH-
Tax) U JaTbHEHIINII TIepeBOl COOTBETCTBYIOIIETO MPOLICHTA B
JIOTUT-TI0KA3aTellb, COIJIACHO Tabnule B pykoBoAacTBe. J{uamna-
30HBHI JIOTUT-TIOKA3aTe el COOTBETCTBYIOT PA3IMIHBIM CTATUSIM
JEeMEHITNH; COIJIACHO IIKajie OLECHKM TSDKECTH JIOOHO-BHUCOU-
Hoit pemeHuuu (Frontotemporal dementia rating scale — FTD-
FRS) BbimensioT 1ectb TakKux CTaiuii — OT OYEHb JIETKOM
JI0 TITyOOKOIA.

B mporiecce mepeBona u pa3paboTKu (DUHATBHON PYCCKOS3bIY-
HOW BEpPCUM OCHOBHbBIE CJIOXHOCTU ObUTM CBSI3aHBI C ajarnTa-
el MCXOMHOTO CMBIC/IA aHTJIOS3BIYHOTO TEKCTa IS PYCCKOMA
peuu, 4ToOBl 3TO 3BYYaJo AOCTYIHO M MOHATHO. B xome pa-

" Marepuans! LKanbl AOCTYMHbI MO ccbinke: https:/www.neurology.ru/reabilitaciya/centr-
validacii-mezhdunarodnyh-shkal-i-oprosnikov



TEXHONOTM

0O0TBI KOMICCUU ObLIO BHECEHO HE3HAYUTETHHOE KOJINYECTBO
KoppekTuB. Hanpumep, B PykoBoacTBe 1Mo oLigHKE B BOMPOCE
8 Tpu oleHKe CMOCOOHOCTH MAalMeHTa K 0e30TacHOMY HC-
TMOJIb30BaHUIO MPUBBIYHBIX BUAOB TPAHCIOPTA B MYHKTE OT-
BETa «TIOYTH BCETMa» yaaieHa (pa3a 0 BOXAEHUM aBTOMOOMIIS
MO BOAMTETHCKUM IPaBaM C OTPAHWUYEHHEM MCIIOIb30BAHUS
TPAHCMOPTHOTO CPENCTBA TEPPUTOPUATBHO W 1O BPEMEHU
(«drives with a restricted licence» B MCXOTHOM TeKCTe), BBUIY
OTCYTCTBUSI JAHHOTO BHJA BOAUTEBCKUX MPaB Ha TEPPUTOPUN
Poccuu. Kpome Toro, B PykoBojaCTBe Mo OLieHKE OBLIO MpHU-
HSITO PEIIEHUE O 3aMEHE MOCJENOBATEIbHOCTH TIPEIIATaEMbIX
BapMaHTOB C «HUKOTJa — MHOTJAa — MOYTH BCETa» Ha «ITOYTH
BCErma — MHOTAA — HUKOIMA», YTO COITIACYETCS C MOPSIKOM
BApUAHTOB OTBETA B OCHOBHOM TEKCTE LIKAJIBI M 00JIer4aeT Boc-
npusiTie NHHOPMAIINH.

IMpu mpoBeneHUM NUJIOTHOTO TECTUPOBAHMS BCE MAIMEHTHI
OBLTM HOCHTEISIMHU PYCCKOTO SI3bIKA, MX KIMHMIECKOE COCTO-
sIHME COOTBETCTBOBAJIO TMArHOCTUYECKUM KpuTepusiM mBJIB/]
[12] n aBIIIIA [13]. Bo BKITIOUEHHOH B MCCTeNOBaHME TPYIIIE
npeobiagaiy xeHmuHsl (7/3). MeanaHa Bo3pacTa MallMeHTOB
cocTtaBiIa 66 [kBapTiiau: 57; 75] 1eT, MeauaHa MPOIOJIKUTENb-
HocTH 3a00seBanus 42 [kBaprunu: 25; 60] mec.

[MunoTHOE TecTMpoBaHME MPOU3BONMIOCH B JEHD TIAHOBOTO
KOHCYJIBTaTUBHOTO TIp1YieMa IByMsI HE3aBUCUMBIMU HEBPOJIOTa-
MU ¢ uHTepBajioM oueHku 40—50 MuH. CroxHoCTeit mpu mo-
HUMaHUY U UHTEPIIPETALIMU MHCTPYKIIUI y McclenoBaTeneil He
BO3HWKJIO. B Tpoliecce MUI0THOTO TECTUPOBAHMS CIENAH BbI-
BOJI 0 O0JIee TIPEATIOYMTAEMOM BAPHAHTE TECTUPOBAHMS XK -
BAIOIETO JIMIIA, @ HE CAMOTO Mal[MEeHTa. DTO CBSI3aHO C TEM, UTO
MALMEHT Jaxe ¢ MUHUMAIbHBIM KOTHUTHBHBIM Je(ULIUTOM
MOXET JaBaTh OIUMOOYHBIE OTBETHI OTHOCUTEJBHO CBOETO CO-
CTOSIHUS BBUIY CHUDKEHUS KPUTUKY. Paznuuuii B ctpatuduika-
LY MALUEHTOB MO CTAAUSIM JAEMEHIIMU MEXIY HEBPOJIOTaMHU,
MPOBOJMBIIMMM MUTOTHOE TECTUPOBAHUE, HE BBISIBICHO.
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[To pesynbrataMm MUIOTHOTO TECTUPOBAHUSI MPOBEACHO BTOPOE
3aceflaHie IKCMEPTHON KOMMCCUY M YTBEPXKIEH OKOHYATENb-
HBII BapUaHT PycCKOSI3bIUHOI Bepcu (cM. [IpunoxeHue).

3akmoyenue

TakuM 00pa3om, HaMK ITIPOBENCH IEPBBIA 3Tall BalUTALUN
[Ixams! OLIEHKY TSKECTH JIOOHO-BHCcouHOM aeMeHmu (FTD-
FRS), B xoTOpOM OCYILIECTBIEHBI IEPEBOJ U IMHTBOKYJIBTYPHAS
aganTaIys JaHHOHM IIKajbl IIS PYCCKOSI3BIYHOTO HAaCEeICHUS.
[Ixana siBIsIETCA DOCTYIHOM M TIPOCTOM B MCIIOJIb30BAHUM LIS
CIIEINAMCTOB Pa3HOTO MPOGMWIS, CTATKUBAIOIINXCS C MAIH-
eHramu ¢ JIB/l B moBceaHeBHOM MpakTUKe (HEBPOJIOTH, TICH-
XOJIOTH, TICMXMATphl). Ha MOMEHT Ty0IMKaIiy TaHHOM CTaTh!
MIPOIOJIKAETCS PabOTa IO OLIEHKE IICUXOMETPUUCCKIX CBOICTB
HIKaJIbl (HaJEeKHOCTh, YyBCTBUTENBHOCTD, BATMAHOCTD).

C pycckosi3pruHoit Bepcueit IlIkanbl olleHKY TSKEeCTH JTOOHO-
BucouHoit aemMeHuuu (Frontotemporal dementia rating scale —
FTD-FRS) MoxHo o3HakoMuThCS B [IpHIoXeHN 1 Ha caiite
https://www.neurology.ru/reabilitaciya/centr-validacii-
mezhdunarodnyh-shkal-i-oprosnikov

KonnektuB aBTOpOB BBIpaxkKaeT OJIarofapHOCTh Ipodeccopy
E. Mioshi 3a momMo1ib B pa3paboTKe qu3aifHa UCCIeIOBAHMUS.
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TEXHONOrK
[LIKarna OLEHKY TAXECTH J0OHO-BUCOYHOI AEMEHLIMN

IIpunoxenue

IIIxana oneHKH TSKeCTH J100HO-BHCOYHOI Temenmn (Frontotemporal dementia rating scale — FTD-FRS)

O®OUO pecnioHneHTa:
CreneHb pOICTBA PECTIOHICHTA:

OUO manuenTa:
Jlata 3aronHeHus:

HDC)KI[C YEM HMCIIONB30BaTh KAy, O3HAKOMBTECH C PYKOBOACTBAMMU II0 IIPOBECACHUIO OIIPOCa M OLCHKE €TI0 PE3YJILTaTOB. OrmeTsTe
YaCcTOTy BOSBHMKHOBECHUA l'[p06J'[CMbI, OMUCAHHOM B K&XIOM U3 ITYHKTOB HUXKE. Ecnu xakoii-nmu6o IYHKT NAaUCHTY HE TOAXOAUT (Ha-

IIpUMEP, €CJIN NAUUCHT HUKOIAa HE TOTOBWJI HI/[U.[y), obBeauTe BApUAHT «HCIPUMCHUMO».

MNoBepexne
1. OTMey4aeTcs yMeHbLUEHWe UHTEPECa K ONpeaeNnéHHON [eaTeNnbHOCTM — K CO6CTBEHHbIM X0661, JOCYTY,

YactoTa

HOBBIM BELLaM [MoyTn BCerga Horga  Hukorga
2. OTMeHatoTCA CHUXKEHWE NPUBS3AHHOCTU K 6NIM3KMM, CHKEHUE UHTEpeca K UX npobrieMam [MoyTn Bcerga Horga  Hukorga
3. He oTknukaetcs Ha NpocbObl 4TO-NU60 CLeNaTh; 0TKa3bIBAETCA NOMOraTh lMouTn BCerga Horga  Hukorga
4. OkasaBLUMCb B HOBOW 0OCTAHOBKE, CMYLLAETCS UK YyBCTBYET CE65 Ae30PUEHTUPOBAHHBIM [MoyTn BCerga Horga  Hukorga
5. OTme4aeTcs TPEBOXHOCTL lMoyTn BCerga Horga  Hukorga
6. ?g:g;m?ﬁsﬂ;ﬂf}; K He064yMaHHbIM UMMYSbCUBHBIM NOCTYMNKAM; CHUXXEHO KPUTUYECKOE OTHOLLIEHUE MosTi Beerna Whorga  Hukorga
7. 3abbIBaeT, KaKOW CEeroaHs feHb Moyt BCeraa NHorna  Hukorpa
oBefeHue Ha ynuue 1 B Marasuie
T s e T 7 41!
T MoSCoSNA TpORKTANS, TN KA X166 N OROKO, W TALGHT o oot 5 opuapiary) 0T CETIECTpHMERMMO V0T Hikorza
Pa6ota no gomy 1 Tenef)oHHbIE 3BOHKM
10. MoTeps nHTepeca Ny MOTUBALMM K BbINOIHEHWNIO PaboTbl N0 AOMY, KOTOPYIO MALMEHT BbIMOJHSN paHee MoyTu Bcerna/Henpumenumo  MHorga  Hukorpa
11. TpyLHOCTM NPy BbINOAHEHNN PA6OTLI NO JOMY B NPEXHeM 06bEME lMoyTtn Bcerga/venpumenumo  iorga  Hukorga
12. TpygHOCTM NpyW NOMCKE Tesle)OHHOT0 HOMepa W NPy ero npasuIbHOM Habope [MoyTn BCerga Horga  Hukorga
®UHAHCbI U KOPPECNOHAEHLUA
13. MNoTeps UHTEpeca K CO6CTBEHHbIM (DMHAHCOBbLIM [ienam lMoytn Bcerga/venpumenumo  Minorga  Hukorga
14. Mpo6nembl C 0praHu3aumei (hMHaHCOB 1 ONAToil CHETOB, YEKOB, BEAEHWEM COeperaTeNibHoro cyeTa MoyTtn Bcerna/venpumenumo  MiHorga  Hukorga
15. TpyLHOCTM C BEAEHUEM KOPPECNOHAEHLMN (C HABbIKAMU YTEHMS W MUCbMA) [Moytw Bcerpa/Henpumenumo  VHorga  Hukorga
16. TpyLHOCTM NPW UCMONb30BAHNM HANWYHLIX AEHEer B MarasuHax, Ha 6eH303anpaskax u T1.4. [MoyTn BCerpa Mworga  Hukorga
Mpuém nekapcts
17. NmetoTcd npo6nembl ¢ NPUEMOM feKapcTB BOBPEMS (3a6bIBaeT UMK 0TKa3bIBAETCA NpUHMMATL npenapatbl)  oyTu Bcerda/venpumenumo  VHorga  Hukorpa
18. TpyZHOCTM C NPUEMOM J1eKapCTBEHHbIX NPenapaTos B COOTBETCTBUN C HA3Ha4eHUsAMN (B NpaBunbHOM Jo3e)  [loyTw Bcerga/Henpumenumo  VHorga  Hukorga
MpuroToBieHne u NPUEM NULLM
oo 1o v e aompen s i 720 1 P10 oy sczanenpunes W oo
20. mﬁ;%s;;Egﬁ::ggrmcﬂ?;lgr:;:;a)uueﬁ npoLecca NPUroToBEHNS NULLKM (BbIGOPOM MHFPEaNEHTOB, NOCYAbI, MouT scerna/Menpumenumo  Wkorga  Hukoraa
21. TpyaHOCTM Npy CAMOCTOATENbHOM NPUrOTOBNIEHUM NULLM (TPEBYETCS MOCTOPOHHSAS NOMOLLb HA KYXHE) MoyTw Bcerga/Henpumenumo  Horga  Hukorpa
22. ;Iceenr?:;;“;:f;mwuamsy K Npuémy nuwy (Npm OTCYTCTBUN HANOMWHAHUS MOXET NPONYCTUTL MouTi Beerga Whorga  Hukorga
23. MimetoTcs TPYAHOCTY NPU BbIGOPE CTONOBbIX NPUOOPOB 1 CMELMA BO BPEMS Npuema nuLyi MoyTn BCeraa NHorga  Hukorpa
24. metoTcs TPYAHOCTU € COBMIOAEHNEM CKOPOCTI NPUEMA NULLM 1 NPABUN NOBEAEHUS 33 CTONOM Mo4Tn BCerpa WNHorpa  Hukorpa
25. TIOCTOSIHHO X04ET eCTb OAHO U TO Xe MoyTn BCeraa MHorga  Hukorpa
26. NpeanoyntaeT cnagkoe 60MbLue, YeM paHblue MMoyTn BCerpa NHoraa  Hukorga
Camoo6enyxuBanue U MO6UNbHOCTb
27. ”}:w;mgog%y#pgmme?pw BblGOpe NoaxonsLLen ofiex bl (COOTBETCTBYIOLLEN CE30HY, NOroae MouTi Beerga/Henpumenumo  Uvorga  Hukorna
28. CTpafaeT HegepxaHuem [MoyTu BCeraa WNHorpa  Hukorpa
29. He MOXeT 6bITb 0CTaBMEH 0Ma 63 NPUCMOTPA HA BECb [eHb (13 CO06paXKeHNi 6e30MacHOCTH) Moyt BCeraa MHorga  Hukorpa
30. MpunkoBaH K nocTenu lMoyTn BCeraa NHorma  Hukorga

KommeHTapum:

87



KIMHUYECKU PA3BOP

© Komnnextus aBropos, 2020

JIBa KNMHUYECKUX Cy4dad
1yTapoBou auuaypuu 1 tuna
B Pecniybsinke bamikoprocraHn

E.B. Caiiynmmna'?, P.B. Marxkanos', A.1. Tasnerosa®, A.K. Mapaanosa'?, E.A. Tumoceesa?, M.B. Kypkuna‘, E.}O. 3axaposa*

'@I'60Y BO «bauikupckuii 20cydapcmeennbiii Meduyunckui yrugepcumem», Yipa, Poccus;
’I'bY3 «Pecnybauxanckuii meduxo-eenemuueckui yenmp», Ypa, Poccus;
STBY3 «Pecnybnuxanckas kaunuueckas 6oavnuua um. I.T. Kysamosa», Yipa, Poccus;
‘QIBHY «Meduko-eenemuueckuii Hayynoiii yenmp umeny axademuxa H.II. boukosa», Mockea, Poccus

Tnymaposas auudypus I muna — aymocommo-peyeccugHoe 3aboaesanue, obyciosaennoe mymayuamu 6 eene GCDH, kodupyrouiem pepmenm enymapun-
KoA-odeeudpoeenasy. leguyum danroeo hepmenma npusodum k HaKkonnexuro 8 6uos0eUu4eckux IUOKoCmax u mxanax eaymaposoi u 3- OH-eaymaposoii
(3-eudpokcuesymaposoii) Kucaom, oKasbieaowux Helipomoxcuieckoe Oelicmeue nPeUMyuecmeen o Ha noOKopKogble CIMPYKMYPbL 201061020 Mo32d.
B cmamve npusedero onucanue 2 Kaunuveckux cay4aes eaymapoeoii auudypuu I munay demeil, 0uaeHoCMuposarHuix nocae MaHugecmauy Hegpoao2u-
yecKoll cumnmomamuxu. Y 00Ho2o nayuenma 3a6onesanue pazeuaoc 0cmpo, 8 sude IHuedaAumono0o6Ho20 3nU300a, Ymo XapaKmepHo 045 G0AbUIUH-
CMea KAUHU4YecKux cay4aeg 60aesHu. Y opyeoeo 6046H020 cumnmomamuka paseugaiacs nodocmpo. Bedyuum nposeaenuem 60ae3nu y 000ux nayuermos
ABAAACS 2eHEPANU308AHHDLI OUCTOHUYecKUll eunepKuHes. Jlannbie aHaMHe3a U KAUHUKY 30001e8aHUS, HAPAOY ¢ Pe3YALMAMAMU HelpOsU3YaNU3AUUOH-
HO20 UCCAC008AHUSA, RO3E0AUAU BDAUAM NPEONOAONCUMb NPABUAbHBIE OUARHO3 U NOOMEEPOUMb €20 ¢ NHOMOUbI0 OUOXUMUYECK020, A 3aMeM U MOACKYASD-
HO-2eHeMUYecK020 ananu3a. B oboux cayuanx, Hecmomps na Ouemomepanuio ¢ UcnoAb308aHUeM CReYUAIU3UPOBAHHO20 AewelH020 nPodyKma, y 60AbHbIX
COXPAHSANUCD 08ULAMENbHbIE HAPYULCHUS.

Kimouesble cioBa: eaymaposas ayudypus I muna; ogueamenvible HapyuieHus; OUazHoCMuKka, Ouemomepanus.

HWctounnk puHaHCHPOBaHUS. ABTOPHI 3asIBIISIIOT 00 OTCYTCTBUM (DMHAHCHPOBAHUS ITPU ITPOBEICHNHT UCCIICIOBAHNUS.

Kondaukt uHTEpeCOB. ABTOPHI NEKIapUPYIOT OTCYTCTBUE SIBHBIX U MOTCHLIMATBHBIX KOH(IMKTOB MHTEPECOB, CBSI3aHHBIX ¢ ITy0JIMKa-
LIMI€N HACTOSAIIEHU CTaThU.

Anpec i koppecnonaenumn: 450008, Yoa, yi. Jlenuna, 1. 3. bamkupckuii rocynapcTBeHHbIA MEAMLIMHCKUI YHUBEPCHUTET.

E-mail: riledin@mail.ru. Caiicyniuna E.B.

Jlna muruposanus: Caiipymnnna E.B., Marxanos P.B., [lapneroBa A.W., MapnaHoBa A.K., TI/IMO/c})eeBa E.A., Kypkuna M.B., 3axa-
pona E.10. [IBa kmMHMYeCcKUX cTydas TIyTapoBoii armypuu I tuma B Pecryomike batkoprocTtan. Aunanst kaunuueckoil u sxcnepumen-
manwHroil Hegponoeuu 2020; 14(2): 88—92.
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Two clinical cases of glutaric aciduria type I
in the Republic of Bashkortostan

Elena V. Saifullina'?, Rim V. Magzhanov!, Anzhelika I. Davletova®, A’bina K. Mardanova'?, Ekaterina A. Timofeyeva?,
Marina V. Kurkina*, Ekaterina Yu. Zakharova*

!Bashkir State Medical University, Ufa, Russia;
?Republican Medical Genetic Center, Ufa, Russia;
I Republican Clinical Hospital named after G.G. Kuvatov, Ufa, Russia,
“Research Centre for Medical Genetics, Moscow, Russia

Glutaric aciduria type I is an autosomal recessive disease caused by mutations in the GCDH gene, which encodes the glutaryl-CoA-dehydrogenase enzyme. A
lack of this enzyme leads to the accumulation of glutaric and 3- OH-glutaric (3-hydroxyglutaric) acids in biological fluids and tissues, which have a neurotoxic
effect primarily on subcortical brain structures. We present two clinical cases of glutaric aciduria type I in children diagnosed after developing neurological
symptoms. One patient had acute disease onset in the form of an encephalopathic crisis, which is typical for most clinical cases of the disease. The other patient
developed subacute symptoms. Generalized dystonic hyperkinesia was a key sign of the disease in both patients. Information from the medical history and clinical
presentation, together with the neuroimaging results, enabled us to suspect the right diagnosis and to confirm it using biochemical and then molecular genetic tests.
In both cases, despite diet therapy using a specialized medicinal product, the patients continued to have motor disturbances.

Keywords: glutaric aciduria type I; motor disorders; diagnostics; diet therapy.
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Beenenne

Iyrapoas auunypus [ Tuna (TAI) — ayrocomMHo-pelieccuBHOE
3aboneBanue (OMIM #231670, MKb X — E72.3), 06ycioB-
JICHHOE MYTAaLMSAMU B IeHe, KONUPYIOLEeM GepMEHT IJIyTapul-
KoA-nernnporenasy (GCDH). TAl otHocuTcs K penkum 6oses-
HSIM, 4acTOTa 3TOM MaToioruu cocTassgeT B cpearem 1 : 100 000
HoBopoxneHHbIX [1]. Ten GCDH noxanu3oBaH Ha 19 xpomo-
come (19p13.13) [2], B Hem ommcaHo Ooee 200 myTarmii |3,
4]. ®epment GCDH yyactByeT B MeTaboIM3Me aMUHOKHCIIOT
qu3vHa u Tpunrtodana. Ilpu GaokupoBaHUM (HepMEHTATUB-
Hoii peakiuy u3-3a gepexra GCDH npoucxomuT HakorieHue
IJIYyTapoBOM M 3-TMAPOKCHUIIYTapOBOM KUCIOT B OMOMOTHYe-
CKUMX XHUIKOCTSIX OPTraHM3Ma, KOTOPOe MOXHO OIpPEAENUTh C
MOMOLIBIO Ta30BOM XpomaTorpaduu WIU TaHAEMHOW Macc-
criekrpomerpuu (TMC) [5]. [oBblleHWE KOHIIEHTPAIIMYT 3THX
KUCJIOT PUBOAUT K MOBPEXIECHUIO KIETOK MO3Ta MOCPEICTBOM
aktuBaiu NMDA-pe1ientopoB, pa3BUTHS AUCOATaHCA MEXTY
riayramarepruyeckoit 1 TAMKepruveckoii cucteMaMu roJioB-
Horo Mo3ra [6].

Jle6rot TAl mpuxonuTCst Ha paHHUIA IETCKuMiA BospacT (3—36 Mec),
MpU 3TOM Yy OOJIBUIMHCTBA 3a00JEBIIMX OETEH C POXACHUS
oTMevaeTcsl MakpokpaHus. B 90% ciydaeB 3aboneBaHue Ma-
HubecTUpyeT Mo TUMY SHIEDATUTONOAO0HOIO Kpu3a IMOoCIe
BO3IEICTBYS MPOBOLUpYIONIETO (DaKTOpa: BAKIMHAIIMU, XH-
PYPIrMYECKOTO BMEIATEIbCTBA, MHTEPKYPPEHTHOTO 3a00J1eBa-
HUS C TMXOPAIKOM.

Y 10% nanueHTOB 3a00/MeBaHie UMEET TTONOCTPOE Pa3BUTHE.
B cnyuae pa3BuTus Kpu3za y pebeHka HaO100al0TCs TUIepTep-
MUsI, MHOTOKpATHasl PBOTA, SMMJIENITUYECKIE IPUCTYITBI, HApy-
IICHIE CO3HAHMS 1 09aTroBast CHMIITOMATHKA B BIIE SKCTPAIIH-
PaMUIHBIX HapyIIeHUH, TaKUX KaK TUCTOHMS M XOpeoaTeTos.
B cnyyae momocTporo pas3BuTHsi 3a00NeBaHUS MALIMEHTH B
TeyeHue 1-ro roja XXMU3HU HaOMOAAIOTCS 110 TIOBOAY 3adePXKKHU
TICUXOMOTOPHOTO Pa3BUTHS, K KOTOPOiA B TTOCIEAYIOIIEM TIPU-
COEIMHSIOTCS TUITEPKUHE3H [7, 8].

XapakTepHbIM Helpopaauosoruyeckum cumnroMoM TAI
SIBJISIETCS CUMMETPUYHOE pacUIMPeHKe CUIbBUEBBIX LieNei
¢ ¢opmupoBaHueM «3hdeKkTa HAAKYIIEHHOTO sS0J0Ka» WK
«KPBLIBEB JICTYYeH MBIIIM». KpoMme 3Toro cuMIiTomMa y marm-
€HTOB MOTYT Ha0JII0AaThCsl BEHTPUKYJIOMEraius, cyonypasib-
HBIE TeMATOMBI, apaXHOMIANbHbBIE KUCTHI, 3aIepXKa MUEITU-
HU3ALMKU/IEMUETNHU3AIUST U HEKPO3 0a3albHbIX T'aHTIUEB
[9, 10].

MeTtabonnyeckass KOppeKius 3a00ieBaHusl MPECTABISET CO-
0ol ITUEeTOTepanuio ¢ OrpaHMYeHueM Oenka, J00aBKOM Kap-
HUTMHA, WCIOIb30BAHUEM CIIELUATU3NPOBAHHBIX CMeEcei
6e3 nmu3uHa u Tpuntodana [11]. B HacTosee Bpems 601€3Hb
BKJIIOUYEHA B TIEPEYCHb KM3HEYIPOXAIOIIUX M XPOHUUYECKUX
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TIPOrPECCUPYIONINX PeIKUX (OphaHHBIX) 3a00/IeBaHMii!, BKITIO-
YeHHBIe B PerucrTp maiueHTsl 00eCceYnBarOTCs CIIEIMATN3H-
POBAHHOM CMECHIO.

DPPeKTUBHOCTD IeYEHUS OTpeaesseTcs] CPOKOM Hayvaa Tepa-
nuu. Ecny Tepamnus HaYMHAETCS TOCNE Pa3BUTHUS CEPhE3HOTO
HEBPOJIOTUYECKOTO Ae(UINTa, TO Perpecca CUMIITOMATUKH,
Kak npaBujio, He poucxonut [7, 8]. B psiae ctpan Al BKiroue-
Ha B TIPOTPaMMBI HEOHATAIbHOTO CKPHMHIHTA: IS 3TOTO OTIpe-
JensioT conepxkaHue rayrapuiakapHutuHa (C5DC) B msTHe
BoicyLIeHHOH KpoBu MeTonoM TMC. B Poccun HeoHaTanbHbIi
CKPMHUHT Ha JaHHOE 3a00JieBaHUE TIPOBOAUTCS TOJIBKO B IBYX
peruoHax: ¢ 2017 . — B Mockase, ¢ 2018 r. — Bo Brnagusoctoxe.

B cratbe mpuBeneHO OMMCaHWE ABYX KIMHUYECKUX CIy4acB
T'Al, narHOCTUPOBaHHBIX MOCTEe MaHU(ECTALUU HEBPOJIOTH-
YECKOM CUMIITOMATUKMU.

Knunmueckuii cayyaii 1

[Mamuent M., 3 roma, HabmOIAaeTCS B MEIUKO-TEHETHUECKOM
KoHcyabTauu ¢ 13 mec. [lpu oOpalueHuy poauTeau NpeabsiB-
JISUTH KaJIOOB! HA HAJTWYWE y ChIHA HETIPOU3BOJIBHBIX TBUXKE-
HUI B pyKax, HOTax, TYJOBUILE, 3a1ePKKY MOTOPHOTO M IICUXO-
PEYEBOro Pa3BUTHSI.

PebeHok poauics ot 4-it 6epeMeHHOCTH, 1-X pOJIOB Ha CpOKe
38—39 nen. bepemeHHOCTD TIpOTeKana Ha GoHE (PeToITalleH-
TapHOI HEMOCTaTOYHOCTHU, POIBI ObLIM OCIOXKHEHbI TPEXIeB-
PEMEHHBIM M3IUTHEM OKOJIOILIOTHEBIX BOI M IIEPBUYHON Cla-
00CTBIO POIOBOIL HesATeNbHOCTH. Bec pedeHKa mpu poxXIeHUH
3240 1, poct 52 cM, OKpYXHOCTb ronioBbl 34 cMm. OueHka 1o
mikane Arrap 8/9 6amnos. I1pu poxneHn y MaJTburKa BhISBIIC-
HBI KeayoreMaToMa 1 BHYTPIKENYJ0UYKOBOE KPOBOM3IHSHIE
II crenenn. Pebenok BeimucaH Ha 10-e CyTKy TOMOIA 1o Ha-
OJtofeHKe M JICYEHUE y HEBPOJIOra U MeaMaTpa Mo MecTy XKu-
TEJIbCTBA.

JlanpHelIIee pa3BUTHE MaTbuUKa TMPOUCXOIMIO C TeMITOBOM
3alIePKKOI: TOJIOBY IepaKaj ¢ 3 MecC, TIepeBOpadMBaICs C 5 Mec,
HayaJs cuneThb ¢ 7 Mec. HermpousBoibHbIE ABUKEHUS TIOSIBUIMCH
TOCTETICHHO C 8,5 MeC B BUJIe BHITITMBAHMSA PYK U 3aBEACHUS UX
3a criuHy. K 11 Mec Herpour3BoJIbHbIE ABMXKEHHUS HAOTI0IaINCh
B MBIIIIAX IIeW W TYJIOBHIIA (BBITSTMBAHWME M 3aIIPOKUIBIBA-
HUE TOJIOBBI Ha3al), B HOTaxX (BBITATMBAHUE W (POPMUPOBAHNUE
«IIepeKpeleHHOM» 103b1). MOTOpPHOE pa3BUTHE peOeHKa CTAIO
orcTaBaTh. IIpearonoxeH AUAarHO3 AETCKOIO LiepebpaabHOro

" NMoctaHoeneHue Mpasutenbcrea PO ot 26.04.2012 Ne 403 «0 nopsake Beaenus depe-
PanbHOro perucTpa nuL, CTPaZaloLLNX XKNSHEYTPOXKAIOLWMMMU U XPOHUYECKUMI NPOrpec-
CUPYIOLMMU PEAKMI (OptHaHHBIMI) 3a60/EBAHNAMI, NPUBOAALLMMI K COKPALLEHNIO
NPOAOMKUTENBHOCTI XI3HN TPXKAAH AN UX UHBATIMAHOCTU, U €ro PernoHanbHoro cer-
MeHTa».
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Puc. 1. MPT nanuenta M. «BdekT HaaKymennoro 16.10ka»
Fig. 1. MRI of patient M. “Bitten apple effect”

napayuuya (cracTuKo-TurnepkuHeTuueckast oopma). B Bospacre
13 Mec cOCTOSIHHE MaJTbYMKa Pe3KO YXYAIIMIOCH, IIOBBICUIACH
TeMIrepaTypa 10 GeOpuIbHBIX 1MdpP, OH CTal BSJIBIM, COHJIH-
BBbIM, OBUI 3KCTPEHHO TOCITUTAIM3MPOBAH C ITOTO3PCHUEM Ha
HeliponH(eKInoHHOe 3aboneBaHue. [locie yKa3aHHOTO 3IIH-
30/1a peOCHOK YTpaTWJ BCe MPUOOPETEHHBIE paHee HaBBIKK:
TiepecTa CUIETh, IePeBOPAYNBATECS, IEPKATh TOJNOBY, TUIIEP-
KMHE3bl YCUTMIUCh. [Toce BRIMMCKK U3 CTallMOHapa MallueHT
OBLT HAaITpaBJIeH B MEIMKO-TCHETUUCCKYIO KOHCY/IBTAIIMIO.

ITpn 0OBEKTUBHOM OCMOTpE Y MaJbuMKa BBISBIISIACH MaKpo-
KpaHUSL: OKPYXHOCTb ToJIoBBI 51 cM. B3rnsin Ha mpenmere puk-
CUPOBAJI, HO CJIeXEeHME B3TISIOM ObLTO HEIOCTAaTOYHBIM. [oo-
BY YAEpXHUBAJI c1a00, He MepeBOPAUYMBAJICS, HE CHIEI, OMOPHI
Ha HOTU He ObLT0. MBIIIEUHBIH TOHYC OBLT MEepeMEHUYMBBIM
M3-32 AMCTOHMYECKOTrO TMIEpKHHE3a, B KOTOpHI BOBJIEKa-
JIMCh MBIIIIIB JIMIIA, TYJIOBMINA, KOHEUYHOCTEH ¢ (hopMUpPOBa-
HUEM TaTOJOTMYeCKUX 1o3. [TyboKue CyXoXuIbHble pediek-
CBHl OBUTH TTOBBINICHHBIMHU, (PMKCHPOBAIUCH ITaTOJOTUUECKUE
CTOIHBIE 3HAKU ¢ 00eux cTopoH. [To3HaBaTeIbHO-OPUEHTHPO-
BOYHBIC PEAKIIMU OBLTH CHIKEHBI.

W3 pe3ynbTaToB IPOBEICHHBIX paHee MCCIeIOBaHUN HE00X0-
IMMO OTMETUTh NAaHHBIC MAarHUTHO-PE30HAHCHOH TOMOTpa-
(uu (MPT) ronoBHOro Mo3ra, KoTopasi BbIOJTHSIIACH PEOEHKY
Tpuxabl. Ha MPT nauuenTa B Bo3pacte 1 Mec ObLIM BbISIBJECHBI
MPU3HAKY KPOBOUBIUSHUS B 00J1aCTh JIEBOTO OOKOBOTO XKeJy-
J0YKa, YMEPEHHOE JIOKATBHOE pacHIdpeHre cybapaXHOMIaIb-
HBIX TpocTpaHcTB. B 10-MecsyHOM Bo3pacTe OOHApyXKEHBI
cybIypaibHast THTPOMa MpaBoii JIOOHOM 00JacTH, HapyIIeHUE
MUEIMHU3AIUA TOJJOBHOTO MO3ra, PaCIIMpeHHE CIJIbBUC-
BBIX IlIeJIel, CHMMETPUYHOE MOpaXeHUe 0a3aibHbIX TaHIIHMEB
(puc. 1). TTocne xpusa B Bozpacte 13 Mec Ha MPT peructpu-
POBAJIOCH PETUCTPUPOBATHCH HapacTaHUE YBeIMYEHUS Cyba-
PaxHOMIATBEHBIX TPOCTPAHCTB, OCOOCHHO CHIBBUEBHIX IIETIEH,
BEHTPHUKYJIOMETaJIHsI, HapylIeHHe MUEIMHU3ALUNN TOJIOBHOTO
Mo3ra, CUMMETPUYHOE MopaXeHKe 0a3aabHbIX TAHTIHUEB.

C yyeToM NaHHBIX aHaAMHe3a, KJIMHUKUA M HeMpoBM3yalu3a-
IIMOHHOW KAapTHHBI OBLIO TIPEATIONIOXEHO HAIMYKe HelipoMe-
Tab0IMYeCKOro 3a001€BaHKMs M HAa3HAYEHO N000CeI0BaAHME:
TMC, o pe3yibrataM KOTOPOIA BBISIBJIEHBI TOBBIIICHAE KOH-
HeHTpanuy Ipon3BogHoro KapautuHa — C5SDC — u, cooTBeT-
CTBEHHO, U3MEHEHUE COOTHOIIEHUSI CONEPKAHUS €r0 U APYIuX
npou3BoaHbIX KapHutHa: CSDC/C60H = 1 MkM (HopMa 1o
0,350 mxM); C5DC/C60H/C8 = 34,2 (Hopma 9,99), BTOpud-
Hasl HeJOCTaTOYHOCTh CBOOOAHOr0 KapHuThHa: CO = 2,65 MKM
(ropma 10,0—-90,0). TToBbIIeHEe KOHIIGHTPALIUH TTyTapOBOMA
KUCJIOTH 10 5286,54 MM/M (HopMa o 2,0) B Moue 3ahuk-
CHPOBAHO C TTOMOIIBIO METOfa Ta30Boil xpoMarorpadum. Ilo
pesyasratam JJHK-guarnoctuku B 10-m 3k30He reHa GCDH
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obHapyxeHa vactasg myrtamus c.1204 G>T (p.Argd02Trp)
B TETEPO3UTOTHOM COCTOSTHMM. BTopast maToreHHas MyTanus
cekBeHHpoBaHueM 1Mo CeHrepy He BbIssBIeHa. HyxXHO oTMme-
THUTb, YTO B CIJIy OIPaHMYCHUSI CeKBeHUpoBaHus 110 CeHrepy
KPYITHBIC MTepeCTPOKY B TeHe (MHCEePLUU, OETCIWH, TYIUIH-
KalliK), Pery/IsaTopHble 3aMEeHbI, PACIOJIOXKEHHBbIE IYOOKO
B MHTPOHAX, MOTYT HE OTMEYAThHCS.

V nanMenTa nmoarBepxkneH auarHo3 TAl, Ha3HayeHa HU3KO-
oenkoBasg muerta (1,5—2,0 r/Kr OenKa B IeHB) C MCIONB30Ba-
HUEM CIEIMANU3MPOBAHHON CMECU ¢ HU3KUM COfiepKaHUEM
tpuntopana u ausuHa (80—100 Mr/kr B JeHb) M A0OaBKU
L-kapautuna (100 Mr/Kr B OeHB), a TakKKe CUMITOMATHYE-
cKasi Teparusi [BUraTesibHbIX HapyiieHuid. Ha ¢pone mposoan-
MOTO JIeUEHWS OTMEYaIach TMOJIOXUTETbHAS OMOXMMUUYECKast
JIMHAMUKA B BUJIE YMEHBIIEHUSI COAEPXAHUSI TTYTapOBOU KHC-
J0THI B Moyue 110 1036,2 MM/M, o nanHbsiM TMC coxpaHsin-
cs1 moBbIIeHHBINH ypoBeHb C5SDC. B xnmHuueckoit kapTuHe
HabJonanach NONOXUTEebHAS IMHAMKUKA B BUAE YAYUILCHUS
MO3HABATENbHBIX (YHKIUN, HO TUMEPKUHETUYECKUN CUH-
JIPOM COXPaHSLICS.

Kmunmueckuii cayyaii 2

MMauuentka 1O. HabGiomaeTcss reHETMKOM C 16-MeCSYHOro
Bo3pacTa. PomuTenn IeBOYKM XKaJOBAINCh HA HEIPOM3BOJIb-
HBIE IBIKEHMS PYK, HOT, TYJIOBHIIA Y peOeHKa, TIOTEPIO paHee
MPUOOPETEHHBIX HABHIKOB (IlepecTana XOAWTh, CTOSITh, Ca-
IUTBCS), a TAKKE Ha OECITOKOMHOE TIOBEICHNE 1 ITAKCHBOCTb.
JleBouKa poauiack oT 6-if 0epeMEeHHOCTH, 3-X POJOB, Ha CPO-
ke 38—39 Hen. Pomgurenu neBOYKM COCTOSIT B DHAOTaMHOM
Opake, ee IBa cTaplIMx cubca 300poBbl. bepeMeHHOCTh Ipo-
0aHIOM IpoTeKaa Ha (hoHe Yrpo3sl pephiBaHus. Bec neBou-
K¥ Tipu poxxneHuu 3240 1, OKpy>KHOCTh TOJIOBHI 34 ¢M, OlLlgHKa
o mkase Arrap 7/8 6annos. 3 poagoma peGeHOK BbINKCaH B
VIOBJIETBOPUTEIEHOM COCTOSHUU Ha 4-¢ cyTKu. JlanbHeiinee
TICUXOMOTOPHOE Pa3BUTHE AEBOYKM COOTBETCTBOBAIO BO3-
PacTHBEIM HOpMaTHBaM J0 MaHU(beCTalMK O0Je3HU, KOTopast
MIPOM30IILIa OCTPO B 14-Mecss9yHOM Bo3pacTe. Beuepom neBou-
Ka OblJIa TOMBITAa B 6aHe, a HOYBIO Y Hee MOSBUINCH TTOBTOP-
HBIE SIIM30EI PBOTHI, OHA CTaJa BSITOM, 3aTOPMOXKEHHOI. [1a-
LIMEHTKA 3KCTPEHHO FOCMIUTAIM3MPOBAHA B peaHUMAIIIOHHOE
OTIeIeHHE TI0 MECTY XHUTEIbCTBA C TIPEATIOaracMbIM Helipo-
MH(EKIMOHHBIM 3aboeBaHueM. Ee cocTosiHue mpomonka-
JIO YXYIIIAThCsI, TIOSBMIIMCH TIOBTOPHBIC TeHEPATM30BAHHEIC
SIUICTITHYECKHE TIPHUCTYIIBI, HEMIPOM3BOMbHEIC IBIDKCHUS B
KOHEYHOCTSIX, CTaja YTpauuBaTh IPUOOPETEHHbIE TBUTATE b~
HBbIe HaBBIKM (IlepecTaja CTOSITh, CHUICTH, ITOBOPAYMBATHCS
W yAEPXUBATh FONOBY).

ITo pesynmbraTam MccaenoBaHus TUKBOPa, KpOBU HeMpoMH(EK-
IIMOHHOE 3ab0JieBaHNe OBbUTO MCKITIOUeHO. [0 JaHHBIM Helpo-
PAIMOIOTYECKOTO UCCIIEIOBAHNSI BBISIBIIEHO PACIINPEHUE CY-
OapaxHOMJANbHBIX MPOCTPAHCTB I'OJOBHOTO MO3Ta, OCOOEHHO
CW/JIbBUEBOW 1€MW, 04aroBOE MOpaxXeHue Oa3albHBIX Saep U
MO3Xeuka, HICTOHYCHME 3aIHETO OTIeTa CTBOJA MO3O0JUCTOTO
Tena (puc. 2).

B Teuenune mecsia geBouka 0e3 ocodoro addekra neynnach
B JIETCKUX CTalMoHapaX. [Ipy 0OBEeKTUBHOM OCMOTPE B BO3-
pacte 16 Mec y peObeHKa reHETMKOM BBISBJIECHO: HOpMolLieda-
st (46 ¢M), cXomsIIniics CTpabK3M, B3IJISIOM 3a IIpeIMeTaMu
MPOCNEKMBAET, HO K HUM HE TIHETCS; IIOTaHue M (HOHAIWS
He HapylIeHbl; CyXOXWIbHBIC Pe(IEKCH BEICOKHME, OTMEUCHEI
JIBYCTOPOHHUE CTOITHBIC 3HAKHU, TeHEPATM30BaHHBIN TUCTOHU-
YeCKMii TMIEePKUHE3 ¢ XOPEeMIECKMM KOMIIOHEHTOM, BOBJIEKa-



KIMHUYECKWA PA3BOP

A B

Puc. 2. MPT nauuentku 10.

A — arpodust Kopbl, pacliMpeHUe CUIbBUEBBIX 1IeJIei, MOBbILIEHUE
MHTEHCUBHOCTH CUTHAJIa OT 0a3aJIbHBIX FAHTJIMEB;

B — «addexT HaaKyeHHOTOo S1010Ka» , TOBbILIIEHWE MHTEHCUBHOCTU
CUTHaJa OT 0a3aIbHbIX TAHTJIUEB

Fig. 2. MRI of patient Yu.

A — cortical atrophy, widening of the Sylvian fissures, increased signal
intensity from basal ganglia;

B — “bitten apple effect”, increased signal intensity from basal ganglia

IOLIMIT MBILIIBI TYJIOBMIIA ¥ KOHEYHOCTEH. [[eBOUKa rOJIOBY He
yIepxuBaia, He TIepeBOpaurBaiach, He CUiela ¥ He CTOSUIA.
IMo3HaBaTe1bHO-OPHUEHTUPOBOYHBIE PEAKIIMN ObLIU CHUXEHDI,
OTMEYAINCH OECITOKOMCTBO U IIAKCUBOCTb.

ITo manaeiM TMC y 1eBOYKY BBHISBICHO MOBBIIICHUE YPOBHS
C5DC: C5DC/C60H = 5,16 MmxM (sopma no 0,350 MxM),
C5DC/C60H/C8 = 34,4 (nopma 9,99). Ilo maHHBIM Ta30BOi
xpomartorpaduy OOHapyXeHO TOBBIIICHUE COIEPXKAHUS TJIy-
TapoBOM KUCJIOTHI B Moue 110 3347,64 MM/M (Hopma mo 2,0).
ITo pesynsratam JHK-guarnoctuku myraius B rene GCDH
¢.1204 G>T (p.Argd02Trp) y 1eBOYKM BBISIBIEHA B TOMO3MIOT-
HOM COCTOSIHUY.

[ManmenTKa TepeBeicHa Ha HU3KOOETKOBYIO IHUETY CO CITCIIH-
ATM3UPOBAHHOI CMECHIO C HU3KUM COIepKaHUEM TpUITO(aHa
W JM3MHA, J00ABKOM KapHWUTWHA, HAa3HAYEHO CHMIITOMATH-
YyecKoe JIeYeHUe IBUTATeNbHbIX HapylueHuii. [1o pesysibraTam
TMC oTMmeueHa MONOXMTENbHAs AMHAMUKA: CHIDKEHUE CO-
nepxanusgt C5SDC: C5DC/C60H = 1,57 mxM, C5DC/C60H/
C8 = 13,4; comepxaHue TIIyTapoOBOil KUCIOTHI B MOUE CHU3MU-
Jock 10 2083,97 MM/M. IMonoxuTenbHas f[MHAMKMKA B KJITMHU-
YeCKO KapTUHE CBSI3aHa ¢ HeOOJIbIINM YMEHbIIEHUEM CTeIe-
HY TUTIEPKMHE3a M YAyYIIeHHEM IT03HABaTeIbHBIX (DYHKIIUIA:
JIeBOYKa CTaja OpaTb B PyKM MIPYLIKH, TOJOBY YAEPXMBAET
¢1abo, CaMOCTOSITEJIbHO CUIETh HE MOXET.

Oo0cyxaenne

Huarno3 TAl sBngeTcss BBHICOKOBEPOSTHHIM TPU  HATMYMK
OCTpOii 3HLE(ANONATUN ¢ TMPOrPECCUPYIOIIMMU IKCTpanu-
pPaMMIHBIMU HApPYIICHUSIMM U XapaKTepHON HeHpopamuono-
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I'MYEeCKOl KapTUHOM, BKJIIOYAIOIEH J10OHO-BUCOYHYIO aTpo-
(10 rOJIOBHOTO MO3ra ¥ CUMMETPUYHbIE HEKPO3bl Oa3aIbHBIX
raHriaues [7].

OIHUM U3 paHHUX KJIMHUYECKMX MPU3HAKOB Y OOJBLIMHCTBA
nereit ¢ TAl siBasieTcs: MaKpOKpaHusl, KOTOpasi MOXET OTMe-
YaThes yXKe MPU POXKISHUM WM MOSIBUTHCS B TMEPBbIE MECSLIbI
xu3Hu [12]. Y 0boux HabmogaeMbIX HAMU MAIIIEHTOB pa3Mep
FOJIOBBI TIPY POXAEHUU ObUT B MpPEEIax HOPMbI, Y MaJbuMKa
MaKpOKpaHUsl MOSIBUIIACH B MEPBbIe MECSIIbI KU3HU.

B 00oux omucaHHBIX HAMU CTyyasx MaHubecTalus 00Je3HU
MPOM30IILIa B CPOK 10 36 Mec. B mepBoM ciydae paszButHe 3a-
0oJieBaHMS Y MALIMEHTA XapaKTepu30BalIoCh MOIOCTPBIM Teye-
HUEM C MEICHHBHIM HapacTaHHEM 3KCTpalipaMMIHON CHM-
NTOMAaTUKH, TAKOE pa3BUTHE 3a00JI€BaHNUS TaKXKe BCTpeUaeTCs
y nauueHToB ¢ [Al. Tlo naHHBIM JUTEPATYpBI, KaK U B HALIEM
cnyyae, pedeHok ¢ Al MoxeT HaOIIOMATHCS Y HEBPOJIOTA CO
CMaCTUKO-TUIIEPKUHETHYECKOH (DOpMOii IeTCKOro 1iepedpab-
Horo napaimuya [7, 8]. ITocie HacTymieHUsT MeTabOIMIECKOi
JeKoMIeHcaluuy («3HLE(haTUTONMOI00HbI» 3MU30/1) COCTOS-
HYE TAlMeHTa 3HAUYUTEbHO YXYILUIMIOCH: YCUITMIICS TUTIEPKHU-
He3, ObUTH yTpaueHbl MOTOPHBIE HaBBIKU. Bo BTropoM ciydae 3a-
0oJieBaHKE Pa3BUJIOCH OCTPO, KaK y OONBIIMHCTBA OTMMCAHHBIX
paHee nauueHToB ¢ [Al, mpu 3ToM HanboJIee BEPOSITHBIM ITPO-
BOLIMPYIOIIUM (haKTOpOM ObLIO MeperpeBanue. B oboux ciyya-
SIX TIPY Pa3BUTHH «3HIE(PATUTOIION00HOT0» 3ITM30/a MPEIIIOo-
Jlaraics AMarHo3 HelponHMEKInu, KOTopast Oblia MCKI0YeHa
nocJie 1000Ccne10BaHus.

B oboux cmydasx pe3ysabTaThl HeWpOBU3YATM3aMIOHHOTO MC-
CIIeIOBaHUSI MPEICTABIISIA XapaKTePHYIO HefipopaarosIornye-
cKkyto kaptuHy IAl , BKII0YaIoNIylo pacpeHue cyoapaxHou-
JATBHBIX TIPOCTPAHCTB JIOOHBIX ¥ BUCOYHBIX HoMei («3hdekT
HaJIKyIIeHHOTO 510;10Ka»). Bo BTopoM ciyyae MPT ronoBHoro
Mo3ra Oblla MPOBEeHa TT0Ce SMKU30/1a METab0IMYeCKON 1e-
KOMIIEHCAIIMY, U PETHCTPUPOBANIOCH IOpaXeHUe 0a3albHbIX
ranrmeB. OcoOEHHOCTBIO HEPOPATUOIOTMIECKOM KAPTUHBI B
MIePBOM CJTyJae SIBUJIOCH HAJTMYME TUTPOMBL. [MTPOMBI, a Takke
reMaTOMBbI, HEpeIKO BO3HMKAIOT y manueHToB ¢ [Al B ro0oM
BO3pacTe, HO Yallle B MO3HeM NH(AHTUILHOM, Korna (hopMu-
pyercst Makpokpanus [13—15]. ¥ mammenTos ¢ TAl yacto nume-
€TCsl HapylLIeHHe/3aepkKa MUETMHU3AIMK, KOTOpasi HabJIo-
Jiaach y MepBOro MalueHTa.

Takum 00pa3oM, B ONMUCAHHBIX HAMM KIMHUYECKMX CITydasix
npeacTaBneHsl ABa tuna TeyeHus TAl. Hauaroe mocne maHu-
(hecTalmy HEBPOJIOTUUECKMX CUMIITOMOB JIEYeHUE HE TIPUBEIIO
K perpeccy CMMITOMOB 3a00JI¢BaHUS B CpaBHEHWH C TALIMCH-
TaMH, y KOTOPBIX TUETOTepaIus HAYMHAIACh HA TPECUMIITOMA-
THYeckoii cramuu |7, 12, 16, 17]. TlpuBeaeHHbIe KIMHUYECKIE
CIlyyau yOemuTeJbHO MOKA3bIBAIOT, YTO IS MPENOTBPaIleHUS
Pa3BUTHSI META0ONMUYECKON NEKOMITEHCALIMK C TSKEbIMU He-
BPOJIOTMYECKUMH TOCICACTBUSIMI KpaitHe BaXKHBI pAHHSIS Ta-
THOCTHUKA U crielrduieckas [MeToTepanus 3aboneBaHusl.
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JleikosHLedaonarus
C IIPEMMYILIECCTBEHHbBIM MOPAKEHUEM
CTBOJIa MO3Ta U CIIMHHOI'O MO3ra
1 HOBBILIIEHHBIM JJAKTaTOM
1P MAarHUTHO-PE30OHAHCHOM
cinekTpockonuu (LBSL):
KJIMHUYECKOE HAOJIIOACHUE

A.1O. Kazanues, T.B. Marseepa
@Ib0Y BO «Kazanckuii eocyoapcmeentolii Meduyurckuii yrugepcumem», Kazano, Poccus

Jeiikosnyedasonamus ¢ npeumyuecmeesbLM ROPANCEHUEM CIBOAA MO32a U CHUHHO20 MO32a U NOBbIUEHHbIM AAKMAMOM NPU MACHUMHO-De30HAHC-
Hoii cnexmpockonuu (LBSL) — pedkas u manouseecmuas popma HacaedcmeerHoll Aeiik0IHUepaIonamuu, cyuecmeeHHas 4acmy Komopoi, 6eposmHo,
CKpbIBaemces o0 MACKAMU NepeuyHo-npoepeccupyiouux Gopm paccesnnoeo ckaepoza. B cmamve npedcmasaen KaunuMecKuii cay4ai 63pocaoli opmol
LBSL u 0630p aumepamypsi no daxHomy 3a004e8anuro, 00cyscoaromes ocobeHHocmu nopajyicerus nupamuoroeo cunopoma npu LBSL u paccesunom
ckaepose, npedcmasnervt MPT-kpumepuu LBSL. Iloouepxusaemes mpyonocme duggepenyuanvroii duaenocmuxu c 6osesnvio Kpaboe. Kaunuueckoe
Habaodenue noomeepicdaem mpyorocms duaenosa LBSL u nedocmamounyio oceedomaerrocmo paveii o 0annom 3a004e8anul.

Kiouesbie ciioBa: seiikosnyeganronamus; nacredcmeennas aeikosnyeganronamus; LBSL; DARS2; nuycnuii cnacmuveckuii napanapes.
Hcrounuk (pmHAHCHPOBAHHSA. ABTOPHI 3asBJISIOT 00 OTCYTCTBUY (PMHAHCHPOBAHUS IIPU IIPOBEICHUH MCCIICTOBAHMS.
KondauxT uaTepecoB. ABTOPHI NEKIapUPYIOT OTCYTCTBUE SIBHBIX M MOTEHIIMATbHBIX KOH(IMKTOB MHTEPECOB, CBSI3aHHBIX C MyOIMKa-

LIMEM HACTOSIIIEH CTaTbU.
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Leukoencephalopathy with Brainstem
and Spinal Cord Involvement and Lactate Elevation
(LBSL) on Magnetic Resonance Spectroscopy:
A Clinical Observation

Alexander Yu. Kazantsev, Tatiana V. Matveeva
Kazan State Medical University, Kazan, Russia

Leukoencephalopathy with brainstem and spinal cord involvement and lactate elevation (LBSL) on magnetic resonance spectroscopy is a rare and little-known
form of hereditary leukoencephalopathy, a significant portion of which is probably obscured by the label of primary progressive multiple sclerosis. The article
presents a clinical case of an adult form of LBSL and a review of the literature on this disease, discusses the particular pyramidal syndrome lesions in LBSL
and multiple sclerosis, and presents the MRI criteria for LBSL. The difficulty in differential diagnosis with Krabbe disease is highlighted. Clinical observation
confirms the difficulty of diagnosing LBSL and the lack of medical awareness about this disease.

Keywords: leukoencephalopathy; hereditary leukoencephalopathy; LBSL; DARS2; spastic paraplegia of the lower limbs.
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Beenenne

JleiikosHuedanonatus (JIBTI) ¢ npeumyiiecTBeHHbIM MOpa-
KeHHMEM CTBOJIa MO3Ta M CIIMHHOTO MO3Ta M MOBBIIIEHHBIM
naktatom npu MP-cnektpockonuu (leukoencephalopathy
with brainstem and spinal cord involvement and lactate
elevation, LBSL, OMIM #611105)" — penkass ayTocoMHO-
peueccuBHast popma HaciencTBeHHbIX JIOII, oTHOCAIIMX-
Cs K TPYIIe MUTOXOHAPHWATBHBIX 3a00JeBaHUI, OOYCIOB-
JICHHBIX MYTallUSMU SAEPHOTO reHoma. 3abojieBaHUE ObLIO
Briepsble omucano B 2002 . M.S. Van der Knaap u coasr. [1]
KaK MsTKas MeljIeHHO mporpeccupylomas ¢opma JIDIT ¢
MIPENMYIIIECTBEHHBIM I€0I0TOM B IOBEHUJIBHOM BO3pacTe, Xa-
PAKTEPUIYIOLIASACS MEIJIEHHO IMIPOTrPECCUPYIOIEH aTaKCUEH,
CTMACTUYHOCTBIO U IeTeHEpallel 3aIHUX CTON00B CITMHHOTO
Mo3ra. [eHeTH9IecKoil 0CHOBOI 3a00JIeBaHUS SBJISICTCSI MyTa-
uus B reHe DARS2, pacnosioxeHHOM B 1 XxpoMocoMe, JIOKY-
ce 1925.1. DARS?2 xonupyeT hepMEHT MUTOXOHAPUATHHYIO
acnaptui-TPHK-cuHTeTasy, oTBevarolnyo 3a mpucoeInHe-
HUe acmaprata — OfHON u3 20 aMUHOKHUCIOT OpraHu3Ma,
Kk mosnekyie TPHK B nmpouecce Tpancnainuu 6enka. Y 60Jb-
Hbix ¢ LBSL akTMBHOCTP MUTOXOHAPWAILHOW acmapTuil-
TPHK-cuHTEeTa3H 1O CpaBHEHUIO CO 3MOPOBHIMU JTHIIAMU
3HAYUTENbHO CHMXeHa. OmucaHbl pa3iuyHble TUIBI MyTa-
uumii reHa DARS2: Jaie Bcero MUCCEHC-MYyTallMK, BEAYLIUE
K HapyLIeHWIO CIUIAfiCMHTa, peXe — HOHCEHC-MYTalluu U
nenerd. [TouTy BCe TMAIMEHTHI SBJISIOTCS KOMIAyH/I-TeTe-
po3uUroTaMu (Kaxmas U3 IBYX MYTAHTHBIX XPOMOCOM COJEp-
KUT pa3Hble MyTauuu B DARS2) ¢ camoit yacToil MyTalueii
228-20 —21delTTinsC Bo 2-M HHTpPOHE, YTO BEIET K BHIpE3a-
HUI0 3-T0 9K30HA, CABUTY PAMKM CYMTBIBAHUS U TIPEXKIEBPE-
MEHHOI OCTaHOBKe CHHTe3a Oeska [2—4].

OcobenHocthio LBSL siBNsieTcs OTCYTCTBHE XapaKTepHOM st
MUTOXOH/IPUAIBHOW TIATONOTUM TIOJMCUCTEMHOCTH TOpaXe-
HUA [2]. DTO MOXKET ObITh 00BSICHEHO, BO-TIEPBBIX, pa3HOM YyB-
CTBUTEJLHOCTBIO KJIETOK OpraHu3Ma K myTaimu reHa DARS2.
IToxazaHo, YTO K HapylIEHWIO CIUIAICMHIAa B 3-M 3K30HE U
CUHTe3y JAe(GeKTHONH MuTOXOHApUaNbHON acmapTun-TPHK-
CHHTETa3bl HauboJee YyBCTBUTEIbHBI UMEHHO HEPBHBIE KITET-
Ku. Bo-BTOpbIX, HaHHass MyTalMsi, Kak MHOTIa ObIBAaeT Mpu
MYTALASX CAWTOB CIUIAMCHHTA, SBJISETCS <«HEMOJHOW», T.e.
MIPOUCXOIUT OTPENeTCHHBIN 00beM MPABUIBHOTO BKIIOUEHUS
3-ro ak3oHa B MPHK ¢ cuHTe30M nonHoLeHHoro 6eska. I1po-
LIEHT «3I0POBOTO» OEJiKa BBIIIE B HE «HEPBHBIX» KJIETOUHBIX
KyJbTypax. JAByMs yKa3aHHBIMU BbILIE OCOOEHHOCTSIMM 00DB-
SICHSICTCS Upe3BHIYAiiHAs «PAaHMMOCTb» HEPBHOM TKaHM IpPU
LBSL, a TakxXe OTCYTCTBUE XapaKTEPHOI U1t MUTOXOHAPUANb-
HOi MAaTOJIOTUHY MTOJIMCUCTEMHOCTH TOpakeHus [2].

B c¢Bs131 ¢ peiKocThI0 06CyknaeMoro 3a001eBaHuUsI TOUHbBIE JaH-
HBIE O €T0 PAcIpOCTPaHEHHOCTH OTCYTCTBYIOT. BeTpeyaemoctn

" B pyccKosi3bI4HOI NUTepaType Takke BCTpevaroTcs abopesuatypsl JICCN m N13-CCH,
aBTOPbI ,ElaHHOI7I CTaTbi UCNONb3YHT Aasiee aHrnoA3bI4HOE Ha3BaHNe 3a60/1eBaHNA.
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LBSL menee, uem 1:1 000 0002, B ¢huHCKO#M MOMy/ISALUKA MyTa-
s reHa DARSZ2 oOHapyxuBaeTcs ¢ yactoroit 1:95 [5]. B Poc-
CHHM OIy0OIMKOBaH 0030p neTckoit popmbl LBSL Ha ocHOBaHUM
31 xknmHnyeckoro HadmoxeHus [6] u B3pocioit popmer LBSL
Ha ocHoBaHuu 10 HabmoneHwuii [7]. Bosbiias yactoTa BcTpeva-
eMoct Mytanusi teHa DARS2 B pUHCKOI MOTYJIAINM O3B0~
JISIeT npeanojarath, uto LBSL B GonbIIMHCTBE cliyyaeB ocTa-
eTCsl HeTMarHOCTHPOBAaHHOM M CKPBIBAETCS IO MACKOM APYTUX
Ho3ojoruii. CornacHO OTeYeCTBEHHBIM NaHHBIM, Ham0ojee
yacTo 601bHBIM ¢ LBSL BhIcTaBnsiercst auarto3 «PaccessHHBbI
ckirepo3» (PC) 1 Ha3HauaeTcs My IbC-Teparms KOPTUKOCTEPO-
unamu. OIUH MalKeHT ¢ OIIMO0YHBIM ArarHo3oM PC miuresb-
Hoe BpeMms nofydan [TUTPC [7].

JlaHHbIe O cpemHeM Bo3pacTe 1e0ioTa 3a00yeBaHKs Pa3HATCS.
CorracHo KpyIHeiilei 3apyoexHoi BRIGOpKe (7 = 66 maiueH-
TOB), CPEMHUII BO3PACT Havyana 3a00eBaHus COCTABMSET 8 JieT
[7]; B poccuiickoii Beibopke u3 10 mareHtoB — 27 net. Cpe-
JIM HUX ObUT 3a(h)MKCUPOBAH MAIMEHT C HAYAJIOM 3a00IeBaHUs
B 40 ner [7].

LBSL sapnsercs msrkoit dopmoit JIDIT — maumeHTsl 1IuTenb-
HOE BpeMsI COXPaHSIOT CIIOCOOHOCT K TIEPEIBIDKCHUIO U IMEIOT
HOPMAaJIbHbI KOTHUTMBHBIA CTaTyC. 3aMEYEHO, YTO YeM TO3Xe
TIPOSIBUTCS 3a00JIeBaHMe, TeM boJiee MATKO OHO TIpoTekaer [7, 8.
VYV MHOIMX MalMEeHTOB MPONOXKUTEIbHOCTh KU3HU, OCOOCHHO
NpY MOSIBJIEHUH TiepBbIX ipr3HakoB LBSL y w1y ctapiue 18 fer,
He OT/IMYAeTCS OT TAKOBOM Y TpPEACTaBUTENICH JAHHOTO PETHOHA.
OnHako nipu fe6roTe 3200/1eBaHKs B MJIAIEHUECTBE MPOLIECC HO-
CHT 3T0KAUeCTBEHHBII XapaKTep 1 OBICTPO IPUBOIUT K CMepTH [8].

Kmanueckas kaptuHa LBSL BkiiouaeT mupaMuIHBINA, MO3-
JKEUYKOBBIN, MOTUHEAPONIATUIYECKUIA CUHAPOMBI, KOTHUTUBHBIC
HapyuieHus [8]. [TupaMunHbIii CUHAPOM, KaK MPaBUIO, TPea-
CTaBJIeH HIDKHMM CITACTUYECKUM Tapanape3oM. OmucaHbl Tak-
K€ AMWIENTUYECKUE TIPUTTANKHU, TPOTPECCUPYIONIEe CHUXEHHE
OCTPOTHI 3peHMs. XapakTepHO MOpPaKeHWE CIMHHOTO MO3ra C
MpeUMYLIECTBEHHOI JAeTeHepalueil 3aIHIX CTOJ00B U CEHCU-
TUBHOU aTaKCUEH.

Yamie Bcero 00sie3Hb A€OIOTUPYET C MO3XKEYKOBOM aTaKCuu.
Juarno3 LBSL ycranaBnuBaeTcs Ha OCHOBaHUM KITMHUYECKOM
KapTuHbl, faHHBIX MPT-nccnenosanust u MP-criektpockonuu
[8]. TloBHImIeHMe ypoBHA JaKTata, OOHapy:xeHHOe Ipum MP-
CIIEKTPOCKOIIMHY, SBISIETCS XapaKTePHBIM, HO HE OOJIUTaTHBIM
cuMntoMoM. Onucanbl ciydyau LBSL Ge3 moBbllieHus JJakTata
[9]. JTakTaT MOXET MOBBIIIATHCS U TIPH APYTUX MUTOXOHIPH-
aJIbHBIX 3a00JIEBaHUSIX, UTO CHUXAET CHeLM(DUIHOCTD JaHHOTO
KPHUTEPHSL.

MPT-KkapTriHa UTpaeT BaxHelilyto posb B iuarHocTrke LBSL.
[Mono6Ho Hekortopsim JIBII, maHHoe 3abojeBaHHME MMeEET

2 Leukoencephalopathy with brain stem and spinal cord involvement-high lactate syndrome.
URL: https://www.orpha.net



KIMHUYECKWA PA3BOP

XapaKTEePHYI0 UMEHHO TS TAHHOM TaTOJIOTUN HePOBU3Yyaln-

3alIMOHHYIO0 KapTHHY:

1) 6oavuwue MPT-kpumepuu LBSL — Hanuuue M3MEHEHHOTO
CHUTHAJA OT:

* 0eJioro BeuecTBa OOIBLIMX MOJTYyIIAPUI (JIeKoapeos) ¢ OT-
HOCHUTENBHO COXPAaHHBIM CyOKOPTMKANBHBIM OeNbIM Bellle-
CTBOM;

* 3a[HUX CTOJOOB U/WIK JATEPATbHBIX KOPTUKOCTIMHATBHBIX
TPAKTOB B CTMHHOM MO3I€;

* MUpamMKA W/WIK TIepeKpecTa MUPaMUI B TIPOIOJITOBATOM
mo3re [10].

2) noddepacusarowue MPT-kpumepuu LBSL — Hanuuue usme-
HEHHOTO CUTHAJIA OT:

* BaJKKa MO30JIMCTOTO TENA;

* 3aqHEll HOXKY BHYTPEHHEN KarCyJibl;

* BEpPXHEM HOXKM MO3XKEUKa;

* HWKHEH HOXKM MO3XeuKa;

* HMHTpanapeHXMMAaJbHOM YaCTU TPOMHUYHOTO HEPBA;

* Me3eHledaTbHON YaCcT! TPUTEMUHATIBHOTO TPAKTa;

* TEePEeqHETO CIIHOLIEPEOeIIPHOTO TPAKTA B IPOIOJITOBATOM
MO3re;

* 0€JIOoro BelIeCTBa MO3XKEUKa.

JInst MOCTAaHOBKM AMarHo3a TpedyloTcsl Bee 3 OO0JbIINX M, KaK
MUHUMYM, 1 nogaepxupatomuiit MPT-kpurepuid.

Hecmotpst Ha MPT-kpurtepun, nuarnoctrka LBSL tpymHa, u
IMATHO3 HEPENKO YCTAaHABIMBAETCS TOJBKO TP MPOBENCHUU
MOJIHO9K30MHOTO CEKBEHMpOBaHus [11].

Komnmyeckwuii cryqai

[MaumenTka A., 19 net, obpaTuiach ¢ xaaobaMu Ha «CyIoporu»
B HOTax, KOTOpbIE COIMPOBOXIAIOTCSL CTMOAHUEM HOT B KOJICH-
HBIX CYCTaBaX, MHOT/IA MajieHUeM, TIPOIoJIKaloTes 1—2 MuH, 3a-
TeM IalMeHTKA BCTAaeT U MPOAOKaeT Xoab0y. [Ipoxoaur HeoO-
XOJMMBIE PACCTOSIHMUS, HO mocJie Toro Kak npoiizer 300—500 m,
TpeOyeTcst HENMPOIOJLKUTEBHBIN OTIIBIX.

Pomunachk B cpok OT HEOIM3KOPOICTBEHHOTO OpaKa ¢ HOpMaJib-
HBIM TeUeHHEM OepeMeHHOCTH 1 ponoB. OTHAKO C 5-JIETHETO
BO3pacTa Haboanach y OETCKUX HEBPOJOTOB C JUATHO30M
«[lepunaransHoe mopaxenue [THC B dopme nBycTopoHHEi
MMpPaMUIHON HeJ0CTaTOUHOCTH». Hukakoro nuckoMdopTa 10
12 jleT manMeHTKa He Ollyiiana, B (YU3MIECKOM Pa3BUTHU OT
CBEPCTHUKOB HE OTCTaBajIa, XOPOIIO MepeHOCHIa (PU3NIECKUE
Harpy3Kku, YCIelHO yYuIach B 001Ie00pa30BaTeIbHOM MIKOJIe
(a 3aTteM B MHCTHTYTE), TaXe 3aHMManaach TaHIaMu. OT pus-
KYJIBTYPHI B LIIKOJIE HE 0CBOOOXIAIach, HO HOPMATUBHI C1aBa-
JIa C TPYIIOM, Pe3YJIbTaThl BCEeTaa ObUTH XyXe MO CPABHEHUIO C
pe3ynbratamu cBepcTHUKOB. C 12 JieT cTanu 6eCrIOKOUTD «Cy-
JIOpOTH» B HOTaX, KOTOpble HUYEM He JIMMHUTHPOBATHA OOJb-
Hyto. [TosIBUIMCh HEYCTOMYMBOCTD M 3aTPYIHEHUS B IBIIKE-
HUSIX, CBSI3AaHHBIX C HEOOXOMUMOCTBIO COXPAHSTh PABHOBECHUE,
B 13 et 3aMeTnIa M3MEHEHHE TOX0aKU. OpTOoIeIoM BBISIBICHO
YKOpOUEHMeE JIEBOIi HOTY Ha 1,5 cM, ueM B TO BpeMs 1 OObSICHSI-
J1ach HEYCTOMYMBOCTD ¥ HEYJAUX TIPY BBITTOJTHEHUH YIIPasKHE-
HUI Ha 3aHATUAX QU3KYILTYpoil. B mocnenyiomnem crana uc-
MBITHIBAT 3aTPYAHEHMS TIPU CIYCKE C JIECTHUIIBI, TOSIBUIIACH
MOTPEOHOCTh B OTHBIXE TIPH TEPEIBIDKCHUSIX Ha HEOOJIBIINE
quctaHuuu. C 17—18 jeT malnMeHTKa cTaja 0TMeYaTh JIETKYIO
HIATKOCTh IPU X0omb0e. B ¢BA3M ¢ HammumeM y MalueHTKH Je-
(bopmarnmu crom mo TUIy «(ppUAPEHXOBCKOI CTOMbBI» ObLIa 3a-
nomo3peHa atakcust Opuapeiixa, HO TIOMCK YAaCTBIX MYyTallMid
B TeHe FXN He oOHapyXwmi oTKiIOHeHM#. Ouaru y OOJIBbHOIA
B 0€JI0M BelleCTBe OOJIbIINX MOMYIIAPUI, CTBOJIE MO3Tra U MO3-
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Puc. 1. MPT ronosroro Mosra namuentku A. (2018 r.).

A, B — mpenMyliieCTBEHHO CUMMETPUYHBIIA Jieiikoapeo3; C — u3Me-
HEHHBII CUTHAJ OT 3aHUX Oelep BHYTpeHHel Kamcyabl; D — u3me-
HEHHBII CUTHAJI OT CTBOJIa MO3Ta M BEPXHMX HOXeK Mo3xkeuka; E — us-
MEHEHHBII CUTHAJT OT MeAMAIbHOM TIeT/H (1), MHTpanapeHXMMaIbHOI
YacTH TPOMHMYHOTO HepBa (2), mupamuan Mocta Mo3ra (3); F — usme-
HEHHBII CUTHAJT OT TIMPaMU TIPOIOJITOBAaTOTO MO3Ta

Fig. 1. Brain MRI of patient A. (2018).

A, B — predominantly symmetrical leukoaraiosis; C — abnormal signal
from the posterior limbs of the internal capsule; D — abnormal signal
from the brainstem and the superior cerebellar peduncles; E — abnormal
signal from the medial loop (1), intraparenchymal part of the trigeminal
nerve (2) and the pyramids of the cerebral pons (3); F — abnormal signal
from the pyramids of the medulla oblongata

xkeuke Ha MPT ros0BHOIo MO3ra MOC/IyXIIM OCHOBAHUEM [IJIsI
nguarHoctuky PC, ¢ yeM GonbHast 1 Obl1a HampapJieHa K HaM.

[Manuentka penko 6Gonena OPBU, xakumu-n1mb0 XpoHUYe-
CKMMU 3a0oneBaHMsIMU He cTpanana. [lanueHTka u ee poau-
TeJIU OTPULIAIM HaluuKe reHeTUYEeCKIUX 3a00JIeBaHMIA B CEMbE.
Marepu 1 0TIy B MOMEHT OcMOTpa 0bL10 45 1 48 J1eT cooTBeT-
CTBEHHO, ¥ OHM CYHUTAJIN CeOsI 3MOPOBEIMMU.

Hesponornyeckuii cratyc 2018 L.: BBICOKMIT MaHAMOYISIPHBINA
peduekc, HeyOeaUTeIbHASI TUTIEPECTE3US C IBYX CTOPOH TIO T10-
JIMHEBPUTUYECKOMY THITY OT KOJIEHHBIX CYCTaBOB. MEIIIEUHO-
CYCTaBHOE UyBCTBO He HapyiueHo. OO0beM IBIKCHUI B pyKax
TIOJTHBIM, TEMIT BHITTOJTHEHUS OOBIYHBIN, CUJIa B pyKax 5 0anioB
TI0 BCEM MBIIICYHBIM rpymmmaM. O0beM IBIDKEeHHI B HOTax: TIpa-
BYIO HOTY TIOMHAMAET HaJl yDOBHEM ToCTeNu Ha 60°, ieByto — Ha
50°. Temm mBUKeHUU 3aMeieH. PeTpakiiusi axuiloBbIX CYXO-
i, Crjia MBI TI0 MBIIIEYHBIM TPYIIIaM B HOTaX paBHO-
MEpHO CHIXeHa 1 Kosebnetcs ot 4,0 1o 4,5 6ania. UckimoueHue
COCTABIISIIOT CTHOATENN TOJIEHEH CIIpaBa U ClieBa, CHJIa KOTOPBIX
3 6ana. Pedhekch ¢ pyK BBICOKME, 03 YeTKOI pa3HUILIbI CTOPOH.
KonenHble — ¢ TOMMKMHETMYECKAM OTTeHKoM, D=S. Axuiio-
BBl pediekchl ¢ kimonycom, D=S. JIByctoponnuii peiexc ba-
ouHckoro. Iloxomka cracTuKo-TapeTyeckas. Heycroitumpa.
IMpm crmycke ¢ JIECTHUIIBI UCTIBITHIBACT 3aTPYTHEHMS M3-3a He-
BO3MOXHOCTH Pa30THYTh HOTY, HEYCTOMYMBOCTb MPU 3TOM YCH-
JIUBAETCSI, BEIHYX/IEHA TIPUIECPKUBATHCS 3a Tiepiia. ToHyc B py-
Kax cJierka CHIKeH. TOHyC B pa3rubaTensix HOT M MPUBOISIINX
MBIIIIAX TTOBBIIIEH 10 MUPAMUIHOMY THUITY. JIETKWiT MHTEHIIH-
OHHBII TPEMOp ITPY BHITIONTHEHWH TAJIbLIe-HOCOBOI MPo0BI S>D.
HeybenurenbHblii AuCIManoXoKWHe3 cieBa. Ipyrve Mo3xked-
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KOBbI€ poObI (acuHeprust babuHcKoro, UMUTALMOHHbBIE IPOOHI,
npoba Ilunpaepa, Crioapra—XoiaMca U Ip. — OTPULIATETIBHEI).
B noze Pomb6epra ycroituna. Beicokuit cBof cton. KorHuTus-
HBIX HAPYIICHUH Y MAIIMEHTKH He OTMEUAIOCh (YCIICIITHO YIUTCS
B BhIcIIeM yueOHOM 3aBeneHnn). MOCA-Tect — 30 OawioB.

Ha MPT ronoBroro mo3ra (puc. 1) BeisiineH aundy3HbIi neii-
K0apeo3, U3MEHEHHBIN CUTHA OT 3aJHUX HOXEK BHYTPEHHUX
Karcyi1, MIpaMu] IPOI0JITOBaTOTO MO3Ta, OYard B MO3XKEUKe.
Bce naMeHeHus1 UMEIOT CUMMETPUYHBIN XapakTep (puc. 1) u
KOHTpacT He HakaruuBaloT. [To nanusiM MPT cimHHOTO MO3ra
OBLIX BBISIBJIEHBI IPU3HAKY aTpO(P UM CIIMHHOTO MO3ra 0e3 oya-
rOBOT0 MopaxeHusl (He MpeacTaBiaeHo Ha puc. 1).

[To pe3ynbrataM uronbuaToit MUOrpauu BO BCeX UCCIEI0BaH-
HBIX MBIIIIAX HIDKHUX KOHEYHOCTeH (TepeqHue 6obimeoep-
LIOBbIE MBILIIBI, YETHIPEXIJIABAs MBIIIIA Oeapa CrpaBa, UKPO-
HOXHAs MBIIIIA CJIeBa) MOTEHIWANbl IBUTATEJBHBIX SIMHUIL
M3MEHEHbI 110 HeiiporeHHOMYy Tumy. [Ipu CTMMYJIALHMOHHOK
Muorpabyy BHISBISIIOTCS TIPU3HAKKM aKCOHAJIBHOTO M30JIMPO-
BaHHOTO TIOPaXKeHUSI MOTOPHBIX BOJOKOH HIDKHUX KOHEYHO-
CTeii 6e3 BOBJICUCHUS CEHCOPHBIX.

Takum o6pa3zom, Ae0I0T 3a001eBaHUs Y TALIMEHTKU OTHOCUT-
sl K MOJPOCTKOBOMY BO3pAcTy; 3a00JeBaHME UMEET MEIEHHO
MIPOTPECCUPYIOILIEE TEUEHNUE; AP0 KIMHUIECKON KapTUHBI CO-
CTaBJISIET HYDKHUM CIIACTUYECKUI Taparapes; UMEET MECTO CO-
YyeTaHWe MUPAMUAHOM, MO3XKEUKOBOM M MOJMHEBPUTUYECKOI
CUMINTOMATUKU. MoO3XeuKoBasi CHMIITOMAaTMKAa BbIPAXEHA
MUHUMAJBbHO, MOJUHEBPUTUYECKAS! CTAHOBUTCS JOKAa3aHHOM
TOJIBKO IIPY MUOTPA(UH.

[MupaMumHBEI CMHAPOM B HallleM HAOMIONCHWM HEOOBIYCH.
B pykax oH npeacTaBlieH TOJIbKO TOBBIIIEHUEM [TyOOKHX ped-
JIEKCOB 03 IPM3HAKOB HAPYIICHMS IBUTATeIbHOM (PYHKIINH; B
HOTrax Xe OHa HapyllleHa, 1 CTeIleHb BHIPAXXEHHOCTH MUPAMMII-
HBIX 3HAKOB 0oJjiee sipKast. MEBIIeuHast cria Ipy TPOBEPKE ee
10 MBIIIEYHBIM IPYIIIAM B BEPXHMX M HUXHMX KOHEUYHOCTSIX
3HAYMTEJILHO He pa3inyaeTcs. MckinoyeHreM BsieTcs Ciila B
crubaTesnsix rojieHu, rae ¢ 00erx CTOPOH OHa paBHsieTcs 3 Oa-
naMm. He onpenensieTcst pa3HUIIBI B XapaKTePUCTUKE MBIIIEYHON
CHJIBI B TIPABBIX 1 JIEBBIX KOHEUHOCTSIX. BRICOKMIT MaHIMOYIISIp-
Hbl1 pediekc, XapaKTepUCTHKA MBIILIEYHOM CHJIBI B BEPXHMX U
HYDKHUX KOHEYHOCTSIX, OCOOEHHOCTH JIBUTaTeIbHBIX HapyIIe-
HUIA, OTCYTCTBME HAPYILEHUH (PYHKIMU TA30BBIX OPTaHOB CBU-
NETENbCTBYIOT O CUCTEMHOM, HO HE MHOTOOYaroBOM IOpaxe-
HUY TTMPAMIITHOTO TTyTH.

HesHauwnrenbHast pa3HULIa B MBILIEYHOM CUJIE B BEPXHUX U HUX-
HUX KOHEYHOCTSIX MMEET IBOSKOE 00BSICHEHHE:

1) HepaBHOMEpPHOE pacrpeaeneHue TOHyca — OH MpeodagaeT
y MAIMEHTKH B HIDKHUX KOHEYHOCTSIX M B CTUOATEISAX ToJie-
HU (TMAIMEHTKA XOIUT Ha TIOYCOTHYTHIX HOTaX, MCIIBITBIBACT
3aTPYIHEHMUS TIPH CITYCKE C JIECTHUIIBI);

HepaBHOMEPHOE CTpajaHMe CaMOTo IMUPAMUTHOTO ITYTH.
B nupaMuaHbIX MyTSIX BOJOKHA AJI BEPXHUX M HIKHMX KO-
HEYHOCTeH MAYT pa3ne bHO, MIMEIOT Pa3TNUHYIO ITPOTSDKEH-
HOCTb (IIPOBOJHUKY IJIs1 HOT OoJee ANMHHEIE), U TI0 aHaJIOo-
TUU C 0OCOOEHHOCTBIO TIOPAXEHUSI ABUTATEILHOTO TTyTH TIPU
neprdepruIecKoM IMOpakeHUH MPOBOTHUKH IS HOT MOTYT
cTpazath B OoJjibleil cTerieHu. M306upartenbHOe CHIDKEHUE
CHUJIBI B Pa3ru0aTeIsIX TOJIeHN MOXET OBITh OOBSICHEHO TIpe-
o0JIaiaHieM TOHYCa B CTHOATENSIX TOJICHHU.

2

~

CBou maneHust bonbHast 00BACHSET «cymoporamu». [Ipu sTom
BO BpeMs CyIopor O0JIbHAs He OLIYLIAeT 00T M HANPSKEHUS

9%

MbI. OHM Bceraa BOHMKAIOT IIOCIE TOTO, KakK MallMeHTKa
MIPOMMIET KaKOe-TO PACCTOSTHUE, U COMTPOBOXIAIOTCS CTUOAHMU -
€M HOT B KOJICHHBIX CYCTaBaX, HO He CIIa3MUPOBaHMEM MBIIIII,
uHorna nageHueM. OmucaHHas XapakKTepUCTUKA «CyI0OpPOT» He
MO3BOJISIET OTHECTH MX K Kpammu. Hanmaue y 601bHOM MO3-
KEYKOBOM CHMITOMATHKH, OCOOCHHOCTH ITMPAMHUIHOTO TO-
Hyca, JUIT KOTOPOTO THITMYHO YMEHBIIEHNE HAMPSLKECHUS TIPH
TOBTOPHBIX PUTMUYHBIX IBIKCHUSAX, ITO3BOJISIIOT ITOJIATath,
YTO «CYIOPOTU» y OOJIbHOM SBISIOTCS MPOSIBACHUEM CHIXEHUS
TOHYCAa B MBIIIIIAX BO BpeMsI IBUTATEIFHON HATPY3KU.

Huddeperunanbubii auarHo3 LBSL cnoxen. CouetaHue y
00JIBHOI HIKHETO CIIACTUYECKOTO Iaparnape3a ¢ MO3:KeUKOBOIA
CUMIITOMaTUKOW U JieliKoapeo3oM, MpPOrpefueHTHOCTb Teue-
HUS CAeNaTi HeoOXOIMMBIM HCKITIOUCHHE OCTIOXHEHHBIX (POpM
HACJIENICTBEHHBIX CITACTUYECKUX MAPAIJIETUA CO CXOXeH KIu-
Huyeckoii kapTuHoii: ARSACS (ayTocoMHO-pelieccuBHasI Cria-
ctnueckas atakcus [llapneBya—Carene), ARSAL (ayrocomHO-
peueccuBHas criactuyeckas atakcus ¢ JIBII), AVED (atakcust
¢ nedunuToM ButamuHa E). [Ipn Bcex BHIIIENepedncIeHHBIX
3a00J1€BaHUAX MO3KEUKOBasi CUMIITOMATHKA MpeolianaeT Haj
MUpaMUTHON. Y Hallleil MalMeHTKH, HANpOTHB, Ha IICPBBIA
TUTIaH BBICTYIAJIO TOpaKeHUE MUPAMUTHOTO IYTH, MO3XKEUKO-
Basl XKe CUMITTOMATHKa OblJIa MUHIMAJTbHOI.

HeiipoBusyanuzalmoHHas KapTHHa 3acTaBUIa POBECTH AUD-
(hepeHIMATBHBIN OMATHO3 C TEPBHYHO-TIPOTPECCUPYIOIIEH
dopmoii PC, a Takke ¢ HacnenctBeHHbIMU JIDII, B yacTHOCTH
B3pociioit popmoii 6one3nn Kpadoe (BK).

B monw3y mepsuyHo-mporpeccupyromeir dopmel PC mormu
CBUJIETEIbCTBOBATh TaKWe MPH3HAKW, KaK MHOTOOYArOBBI
XapakTep MOpakeHUs HEPBHOW CUCTEMBI, HATMYUE CUHAPOMa
KJIMHUYECKUX TUCCOLMAIMIA, a TaKXe MUCCEMUHALMS OYa-
rOB JeMHUEIMHU3ALU B MPOCTPAHCTBE IO pe3yibratamM MPT.
KiuvHuyecku BreyaTieHWe MHOTOOYArOBOCTH MOPAXEHUS Y
00JIbHOI CKIAIBIBANIOCh 3 PA3HON CTETICHU TTOPAXEHUSI IBU-
raTelbHOro MyTH BEPXHUX U HUXHMX KOHeuHocTel. Kazanoch
OblL, BBICOKUI MaHIUOYISIPHBI peduiekc, MOBbILeHKE pedek-
COB Ha pyKax CBUJETENbCTBYIOT O LiepeOpabHOM YPOBHE MO-
PaXeHWsI; CIMHATBHbI YPOBEHb ITPeICTaBIECH TBUTATETbHBIMU
HapyleHusiMU B Horax. OHaKo MPUBENECHHbINA BBIIIE aHATU3
JIBUTATebHBIX HApYIICHUI CO BCel OUEBUAHOCTBIO JOKa3bIBa-
eT y 0OJIbHOI CCTEMHOCTb, HO HE MHOTOOYAaroBOCTh MOpaXe-
HUS OBUTATeNbHOrO MyTH. [Ipy MHOroOYaroBoM MopakeHUU
y GombHBIX PC CHMXXEHWE MBIIIEYHOM CUJIBI IO MBIIIEYHBIM
TpyNIaM OTJIMYAETCS] ACUMMETPUYHOCTBIO M HEPABHOMEPHO-
CThI0 IOPaXEHUS IaXe B pefiesiaX OAHO KOHEYHOCTH: B OJTHOIA
TPYIIIe MBI, HAPUMEp, B Pa3rubaTeNsiX TOJeHH, CUIa MO-
KeT ObITh paBHOI 4 OajiaM, B crubarensix — 2 [12]. B Hawem
HAOJTIONEHNN TTOKA3aTe N MBILIEYHO CUITBI B PA3HBIX MbIIIIEY-
HBIX TPYMIAaX OTIMYAIOTCS CUMMETPUYHOCTBIO.

BoipaxeHHOe TOBbILIEHUE TOHYCA 110 MUPAMUTHOMY TUTY C
hopMHpoBaHMEM KOHTPAKTYp B cycTaBax HOT' y 60ibHBIX PC
OOBIYHO COYETAETCS C TPYOBIM HUKHUM Tapamnape3oM, pes-
KUM OTpaHMYEHMEM JABUTaTeNbHON (QyHKUMU. Y MalueHTKu
K€ UMEITCS MPU3HAKKA DPA3BUBAIOLICHCS KOHTPAKTYpHl —
eil He yfaeTcsi OJTHOCThIO Pa30THYTh HOTY B KOJIEHHOM CyCTa-
BE, XOAUT Ha MOJYCOTHYThIX HOTaX. B To e BpeMs ABUratesb-
Hast GYHKIUST HOT COXpaHHA (TIPOXOIMT C OTABIXOM JHOObIE
pPacCTOSHUS ).

[Tpy HMXHEM LieHTpaTbHOM Maparnape3e y 60JbHbIX PC MOBBI-
IICHHE TOHYCA, KaK IIPABIJIO, KACACTCs Pa3rOaTeIEHOM TPYIIITET
MBIIIIII, PABHOMEPHO OXBATHIBasK TPOKCUMAJIBHBIC U TUCTATBHBIC
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Puc. 2. MPT npu BK u LBSL.
A—C — BbK Ha npumepe naHHbIX auTepatyphl [13, 14]; D—F — LBSL
TALIMEHTKU A

Fig. 2. MRI in Krabbe disease and LBSL.
A—C — Krabbe disease based on examples from the literature [14, 15];
D—F — LBSL in patient A

OTHeNbl. Y Hallell MaluueHTKU B OOJIblLel cTerneHu cTpagaeT
MPUBOJSLIAS TPYIINA MBILILL U CTUOATe M TOJeHEH.

Pesynbrarel MPT B HalleM HabM0neHUM TPOAEMOHCTPUPOBA-
JIU pacpoCTpaHeHUe TPoLecca B MPOCTPAHCTBE — OYaru jie-
MUEIMHU3ALUYI PETUCTPUPOBAIICE U B OOJIBIIUX MOJTYIIAPHUSIX,
U MHPPATEeHTOPHATBLHO B MO3Xeuke U cTBosie. OJHAKO UMe-
JIUCh NpU3HAKU, oTanvaioinre MPT-kaptuny 6onbHOI OT Ta-
KoBo# 60/1bHBIX PC; Hamuuie M3MEHEHHBIX CUTHAJIOB B 3aJJHEM
Oempe BHYTpEeHHEl KaIlCyJIbl U B CTBOJIE, CBUICTEIBCTBYIOIINE
0 TIOpaXEHUM KOPTUKOCIMHAIBHOTO IYTH; CUMMETPUYHOE
pacToNoXeHWEe 0YaroB feMuenuHu3anuu. OTCyTCTBOBAIO Xa-
paktepHoe 1151 PC cyOKOpTHKaIbHOE PACIIONOXEHNE 0YaroB U
0yYaru, HakariMBalolue KoHTpact. [lepeyncieHHoe oTanyaeT
MP-KapTuHYy roJloBHOro Mo3ra 00JIbHOM OT TaKOBOM OOJbHBIX
PC. He xapaktepHo mig PC u BoneyeHue B pouecc nepudge-
PUYECKON HEPBHOW CUCTEMBI.

Hawubonee cnoxHol, Ha Hall B3IJIsI, SBSETCS DU depeHIm-
anbHag muarHoctuka LBSL u B3pocnoit ¢hopmel BK (rmo6o-
UIHO-KJIEeTOuHas Jeiikoauctpodus). IlepBoHavaabHO Hallleit
TAIIMCHTKE BBICTABIISIICA JaHHBINM auarHo3. BK B Hamem Ha-
OJTIONEHUU COOTBETCTBOBAIM KakK HEHpPOBM3Yalu3allMOHHBIE
JaHHblE — CHMMETPUYHOE PACTIONIOXEHWE 0YaroB MEMUEITH-
HU3AlMY B 3a0HMX Oeapax BHYTpeHHEH KaIcyle, CTBOJIE MO3-
ra, Mo3zxeuke (puc. 2); Tak M KIMHUKO-aHAMHECTUYECKHE
TaHHBIC — COYETAHWE HIDKHETO CITACTMYECKOTO IIapamapesa,
MO3XEYKOBOM CUMNTOMATUKY W MoJuHelponatuu [15]. Dtu
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CHMIITOMBI SIBIISTIOTCSI CAMBIMU YaCTHIMU KIMHIIECKUMH TIPO-
seneHusaMu bK. OnHako nmouck yacteix MyTauuii B rene GALC
He BBISIBUJI JAaHHOM Matoioruu. IToMrMo 3Toro, B OTIMUME OT
LBSL, nns B3pocnoit dopmbl BK xapakTepHa 6osbliias mojiu-
CHCTEMHOCTD KIIMHIIECKUX TIPOSIBIICHAN — HaJM4IKe aTpohun
3PUTEILHOTO HEpBa, KOTHUTHBHBIC M Ta30BbIe HAPYLICHHUS,
dacuuxynsauuun s3bika [14, 15]. IlepeuncieHHoe MO3BOIUIO
uckmounth bK.

Havano 3aboneBaHust B OTpeneNeHHOM BO3pacTe, MeEIJIEHHO
Mporpeccupyloliee TeyeHue, CUCTEMHOCTb MOPaXeHUsl C BO-
BJICUEHHUEM B TPOIIECC MUPAMMIHOTO, MO3KEUYKOBOTO TYTEH,
nepudepuueckoil HEpPBHOI CHCTEMbl, OCOOEHHOCTH JABUTa-
TENbHBIX HAPYLIEHWH, Halnyhe y OOMbHON OONMBLIMX M TMOA-
nepxusatoiiero MPT-kpurepues LBSL nosBonunu B Hatem
HaOJI0ICHNM OCTaHOBUThCS Ha auarHo3e LBSL. [luarHos mo-
TBEPXIEH PE3YJILTATOM T€HETUYECKOTO MCCIeNOBaHUs — TIPU
MPOBEACHUM TTOMCKA YacThiXx MyTaumii B reHe DARS2 y ma-
IUEHTKY OOHapyXeHa OMMCaHHAas paHee B MEXTYHapOIHOI
0asze reTepo3uroTHas MyTalusl B HauboJee TUIMTUYHOM JIOKYCe
228-20_-21delTTinsC.

3akmouenue

[MpencraBneHo HabmoneHUEe OONBHOM € JOKAa3aHHBIM TeHE-
TUYECKUM MccienoBaHueM auvarHozoM LBSL. TpymHoctu
JIVAaTHOCTUKU TaHHOW HO30JIOTMM 3aKJIIOYAIOTCSI B PEOKOCTU
3aboNieBaHuUs, HEOOCTATOYHON MHMOPMUPOBAHHOCTH Clielna-
JICTOB 00 €ro KIMHIMIECKUX IposiBIeHusIX. HeobxommMo Ha-
KOILJIEHUE KJIMHMYECKOIO OINbITa, BBIACICHUE OMOPHBIX ITyH-
KTOB A8l auarHoctuku LBSL, onpeneneHue Kpyra OonesHeit
Uil TIpoBefeHMs IuddepeHIanbHOi auarHocTuku. Opu-
eHTUpaMU JUIs MocTaHOBKU auarHo3za LBSL sBnstorcs nedoot
3a00JI€BaHUS B ONPEICICHHOM BO3pacTe, IPOTPeINeHTHOCTh
TeYEHUs ¢ MeJJIEHHBIM HapaCTaHWEM HEBPOJOTMYECKOTO Jie-
(hexTa, acCOIMMPOBAHHOTO C CCTEMHBIM TOpakKeHUEM IIpa-
MUIHOM 1 MO3XeukKoBoii CTpyKTyp. [Ip1 olieHKe MMpaMUIAHOTO
CUHAPOMa HEOOXOAUMO YIUTHIBAT OOJBIIYIO TOABEPKEHHOCTh
K MTOBPEXICHUIO 00JIee ITMHHBIX IIPOBOTHUKOB I PAMUIHOTO
MyTH ¥ HEOIMHAKOBOE paclpelesieHUe TOHYCa B MBIIIEYHBIX
rpymnmax. UMeHHo 310 ompemensieT 6ojee BEIpaXXeHHBIC TBUTA-
TeJIbHbIE HAapYIIeHMs] B HMXXHUX KOHEYHOCTSIX M CO3IaeT BIle-
YaTJeHUe O MHOTOOYAarOBOM XapaKTepe MOPaKeHUS IBUTaTe b~
HOTO ITyTH.

Ha B03MOXHOCTb CHCTEMHOTO TIOPaXXEHUS CTPYKTYPHI MOXKET
YKa3bIBaTh U «HEOOBIYHOCTb MPOSIBICHUIA», UTO MPENCTaBICHO
B HallleM HAOMIONEHUN INPY aHAIN3¢ ABUTATEIbHBIX HapyIe-
HUii. B JaHHOM ci1ydae mocTynar «Haiay U 00bICHI» HEOThEM-
neM. OkoHuaTenbHbIN uarHo3 LBSL cTaBuTCcs Ha BbIsSIBIEHUU
myTtaiyu B reHe DARS2 ¢ ydeToM OONBIINX U MOAIEPKUBAIO-
mmx MPT-xputepues LBSL. Kpyr 3a0o01eBaHuii, Tpebytommx
middepeHMansHoro auardo3a ¢ LBSL, BkmowyaeT ocnmox-
HEHHbIE (DOPMBI HAC/IEICTBEHHBIX CIIACTUYECKUX Maparierui,
HacnenctBeHHble JIDII, B wacTHocT B3pociyio (opmy BK.
B npaxTuke HeBpoJjiora HauboJjiee 4acTo BOZHUKAET HE0OX0a1-
MocTh TuddepeHManbHoii nuarHoctuku LBSL u PC.
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