Tom 13 Ne 12019 ISSN 2075-5473 (PRINT)
www.annaly-nevrologii.com ISSN 2409-2533 (ONLINE)

AHHAaJBI

KJIIMHUYECKOU 1 9KCIIEpUMEHTAILHOM

HEBPOJIOI A

OpuruHaJIbHBIE CTATHH

Kaununeckas neepoaoeus

CucteMHbII TPOMOOIM3UC MTPU UILIEMAIECKOM MHCYJIBTE

MuoTtoHnyecKas guctpodust

[1leiiHas apTporiacTuka

[TepBryHas ronoBHast 00Jb

LlepebpanbHas MUKPOAHTOMATHS
JKcnepumenmanvHas Hepoao2us

WHTerpaTvBHbIE QYHKIMM PETPOCILICHUATBHON KOPBI

Hayunbtii 0030p

AyTOCOMHO-pELIeCCHBHbIE HACENCTBEHHbIE NeprdepruecKre HeiponaTun
Texnonoruu

Heiipoxupyprus snuiencuu
Kiminmngeckuii pa3oop

[TepBuryHas nporpeccupyroias apasust
XpoHuka




TJIABHBI PEJAKTOP
MMupanoB M.A. — d.m.H., npog., akad. PAH, DTBHY «Hayunviii yenmp negponoeuu» (Mockea, Poccus)

3AMECTUTEJIU INIABHOT'O PEJAKTOPA
Wnnapuowkuu C.H. — 0.m.H., npop., uaen-kopp. PAH, ®TBHY «Hayunviii yenmp nesponoeuu» (Mockea, Poccus)
TanawstH M.M. — d.m.u., npogp., DTBHY «Hayunviii yenmp neeponoeuu» (Mockea, Poccus)

OTBETCTBEHHbBII CEKPETAPD
Tuenosckast E.B. — k.m.n., OTBHY «Hayunwiii yenmp neepoaoeuu» (Mockea, Poccus)

PEJAKIIMOHHAA KOJUIETUS

Asaxsii [.H. — d.m.1., npogh., ®TEOY BO PHUMY um. H.H. Iupozosa Munsdpasa Poccuu (Mocksa, Poccus)

AnexcanapoB A.B. — d.u.n., npog., Hayunviii yenmp 300posvs Yuusepcumema Tenneccu (Memguc, CILIA)

bornanos 3.U. — 0.m.1., npogh., DTBOY BO «Kaszanckuii eocyoapemeennoiii meduyunckuil ynusepcumem» Munzopasa Poccuu (Kazanw, Poccus)

Iynesckas T.C. — d.m.4., npogh., DITBHY «Hayunviii yuenmp neeposoeuw» (Mockea, Poccus)

Iyces E.U. — d.m.1., npog., akad. PAH, I'BOY BO PHUMY um. H.H. Ilupocosa Munszopasa Poccuu (Mockea, Poccus)

3enbMman B.JL. — npog., unocmp. unen PAH, Ynugepcumem FOxcroi Kaaugopnuu (Jloc-Andxcenec, CIIIA)

KanpikoB A.C. — d.m.H., npog., PTBEHY «Hayunwiii yenmp nesposoeuws (Mockea, Poccus)

Kanarmuukosa JI.A. — d.m.H., npog., OTBHY « Hayunoiit yenmp neeponoeuw» (Mockea, Poccus)

JlykbsiioB C.A. — 0.0.1., npo@., akad. PAH, ®T50Y BO PHUMY um. H.H. upozosa Munsdpasa Poccuu (Mocksa, Poccus)

Myxuna U.B. — 0.6.1., npogh., PI'BOY BO «Ilpusosxcckuii uccredosamensciuii meduyunckuil ynusepcumem» Munszdpasa Poccuu (Huxcnuii Hoseopod, Poccus)

Onunak M.M. — d.m.H., npog., unen-kopp. PAH, @T'BBOY BO «Boenno-meduyunckas axademus um. C.M. Kuposa» Munoboponst Poccuu (Cankm-ITlemepGype, Poccus)
Tpouux U.H. — d.m.1., npogp., akad. PAH, DITAY «Hayuonansnoiii meduyurckuii uccaedogamensckuii yenmp Hetipoxupypeuu um. akad. H.H. Bypoenxo» (Mockea, Poccus)
Peitnvan P. — npog., Hnemumym Jncopoaca Xanmunemona (Mioncmep, Iepmanus)

Pyxwuuka 3. — npog., Kapaos ynusepcumem 6 I[lpace (Illpaea, Yexus)

Canmuna A.B. — 0.m.1., npogp., DIBOY BO «Kpacrospckuii eocyoapemeentbiii meduyunckuii yhusepcumem um. B.®. Boiino-Sceneuroeo» Munszdpasa Poccuu (Kpacnospck, Poccus)
CenuxoBa M.B. — 0.m.1., Hayuonanvhoiii eocnumans nespoaoeuu u neipoxupypeuu (Jlondon, Beauxobpumanus)

Ckpebuuxuii B.I. — 0.0.1., npog., unen-xopp. PAH, DTBHY «Hayunviii yenmp neepoaoeuu» (Mockea, Poccus)

Oeiirur BJL. — d.m.4., npod., Oknendckuii mexronoeuueckuii ynusepcumem (Okaend, Hosas 3enandus)

Sxno H.H. — d.m.n., npog., akad. PAH, @T'BOY BO Ilepsviic MITMY um. H.M. Cevenosa Munzdpasa Poccuu (Mockea, Poccus)

PEJTIAKIITMOHHBIN COBET

benbekast [H. — d.m.n., npogh., ®TEOY BO «FOsxucro-Ypansckuii cocydapcmeennwiii meduyunckuii yrusepcumem» Munzdpasa Poccuu (Yeasnounck, Poccus)

boronenosa U.H. — d.u.1., npogp., akad. PAH, DTBHY «Hayunuiii yenmp neepoaoeuu» (Mockea, Poccus)

Bapaxun 10.4. — d.m.4., npogp., OTEHY « Hayunwiit yenmp negposoeuu» (Mockea, Poccus)

Bnacos I[1.H. — d.m.1., npogh., ©TBOY BO MTMCY um. A.d. Eedokumosa Munzdpasa Poccuu (Mockea, Poccus)

TpuropseB A.U. — d.m.1., npog., akad. PAH, DITBYH «Iocydapcmeennbiii nay4noiii yenmp Poccutickoi @edepayuu Hnemumym meduro-ouonoeueckux npooaem» PAH (Mockea, Poccus)
WBanosa [.E. — d.m.1., npogp., ©I'BOY BO PHUMY um. H.H. [Tupocosa Munzopasa Poccuu (Mockea, Poccus)

Wcmarunos M.@. — d.m.n., npogh., DIBOY BO «Kasanckuii eocyoapemeennbiii meouyunckuii ynugepcumem» Munzopasa Poccuu (Kazans, Poccus)

Kapa6aub U.H. — 0.m.1., npogp., IV «Hnemumym 2eponmonoeuu um. JI.D. Yebomapesa HAMH Ykpaunv» (Kues, Ykpauna)

Kyzneropa C.M. — d.m.u., npogp., unen-xopp. HAMH Ykpaunvi, I'Y « Mnemumym eeponmonoeuu um. JI.®P. Yebomapesa HAMH Ykpaunv» (Kues, Ykpauna)

Jlum6opcekast C.A. — 0.6.4., npop., DTBYH «HUncmumym monexyasproii eenemuku» PAH (Mockea, Poccus)

JluxaueB C.A. — d.m.H., npogh., 'Y «Pecnybaukanckuil Hayuno-npaxmuueckui yenmp Heeponoeuu u Hetipoxupypeuu» Munzdpaea Pecnybauku beaapyco (Munck, beaapycs)
Jluxtrepmat JI.B. — d.m.n., npogh., ®TAY «Hayuonanwhviii meduyunckuii uccaedosamensvckuii yenmp neiipoxupypeuu um. akao. H.H. Bypdenko» (Mockea, Poccus)

JIsinoB K.B. — d.m.h., npog., akad. PAH, Meduyunckuii knacmep MEJCH (Mockea, Poccus)

Mangensgd O.M. — d.m.4., npogh., Epesanckuii eocyoapcmeentviii meduyunckuii ynugepcumem um. Mxumapa lepayu (Epesan, Apmenus)

MaiuvH B.B. — d.m.h., npogh., DIBOY BO «Yavsnosckuii 2ocydape i yHUGepC Munsodpasa Poccuu (Yavsnosck, Poccus)

HosukoBsa JI.b. — d.m.1., npogh., DTBOY BO «Bawikupckuii 2ocyoapemeentbiii meduyunckuii ynusepcumem» Munzopasa Poccuu (Ya, Poccus)

TMumunenko I.W. — d.m.1., npogh., ®TBOY BO «Hosocubupckuii 2ocydapcmeentvlii meduyunckuil ynusepcumen» Munszopasa Poccuu (Hosocubupck, Poccus)

IMpoxkonenko C.B. — d.m.x., npog., DIHOY BO «Kpacrospckuii 2ocyoapcmeentbiii meouyunckuii yuugepcumem um. npop. B.®. Boiino-Sceneuroeo» Munzopasa Poccuu (Kpacrospex, Poccus)
Ckopowmett A.A. — d.m.H., npog., akad. PAH, @TBOY BO «Ilepsviii Cankm-[TemepOypeckuii eocydapcmeennuiii meouyunckui ynugepcumem um. akad. U.1I1. [lagroéa» Munzopasa
Poccuu (Canxm-ITlemepGype, Poccus)

CraxoBckast J1.B. — d.m.u., npogp., DI'BOY BO PHUMY um. H.H. [Tupoeosa Munsopasa Poccuu (Mockea, Poccus)

CronsipoB UI. — 0.m.1., npop., OTBYH « Hcmumym mosea uenoseka um. H.II. Bexmepesoir» PAH (Cankm-IlemepGype, Poccus)

Cynonesa H.A. — d.u.n., ®TBHY «Hayunviii yenmp nesponoeuu» (Mockea, Poccus)

Oenn AU. — d.m.1., npog., DIT'EOY BO PHUMY um. H.U. [Tupoecosa Munsdpasa Poccuu (Mockea, Poccus)

XacniekoB JI.T. — 0.0.1., PTEHY «Hayunoiii yenmp nesponoeuu» (Mockea, Poccus)

Yepuukosa JI.A. — d.m.H., npogh., DTEHY «Hayunoiit yenmp nesposoeuu» (Mocksa, Poccus)

Yexonut B.I1. — d.m.n., npo., akad. PAH, @I'OY BO PHUMY um. H.H. [Tupocosa Munsdpasa Poccuu (Mockea, Poccus)

MImbipes B.U. — 0.m.1., npog., ®TBY JTIO0 «ILlenmpansnas 2ocydapcmeentas meduyunckas axademus» Ynpaenenus deaamu Ilpesudenma Poccuiickoli Pedepayuu (Mockea, Poccus)

AHHAaJIBI

KIIMHAYECKOU 1 SKCIEPUMEHTAITBHOM Tom 13 Ne 12019

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

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

YYPEMUTEIIN: OEHY «HAYYHbIM LIEHTP HEBPONIOTWM» (GrEHY HLIH) U 3A0 «PKiM COBEPO MPECC».
© W3narenb 3A0 «PKU Cosepo npecc». MeHepanbHbiil aupekTop: B.b. TapatopkuH.
Ornien passuTis v pacnipocTpanenus: K.A. babackwna, sepctka: AA. Burorpaniosa, pemaktopsl: M., Nlanmesa, 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
V3marme 3apervicTpuposaqo B QeniepanbHoit criyx6e no Haziaopy 3a COBIONEHEM 3aKOHOLATENIbCTBA
B C)epe MACCOBbIX KOMMYHYKALIWIA 1 OXpaHe KynbTypHOro Hacneaus 16 despans 2007 roga. Cennetenscrao o peructpaun MA Ne OCT7-27224.

Pewenunem npeauanyma BAK P xypHan BkntoyeH B nepeyeHb Nepuoanueckix afaHuii, pekoMeH0BaHHbIX Ans ny6ankauuu pabot couckaTeneii yueHblx cTeneHei.
Bce npasa 3awuyiLeHbl. Ht 0Ha YacTb 3TOr0 M3aHKS HE MOXET ObiTb 3aHECEHa B NamsTTb KOMTbIOTENa iM60 BOCPOv3BeaeHa MtoBbiM Crioco6oM 663 NPEBAPUTENIbHOM MMCBMEHHOMO PA3pELLIEHHs 3iaTens.
VHCTpyKums Zng aBTOPOB pasmeLLieHa Ha caitre www. annaly-nevrologii.com.

PyKonvCY 1 uANIOCTDALMM He BO3BDAILIAIOTCA. 3a CONlEpXaHIe DEKMAMHLIX NYONMKALIWiA OTBETCTBEHHOCTL HECET DEKaMOfiaTENb.

XypHan peweHaupyembiit, BbixomwT 4 pasa B rog, Tupax 40 4100 ak3.

Xypnan sknioueH B Poccuitckuit MHAEKC HayyHoro uutuposanus (PUHLL).

Mopnucka B pesakumm u Ha caite. MoanucHbie MHpekchl B katanore «Mpecca Poccum»: 11878 (Ha rog), 29662 (Ha nonropa).

Ha 1-i ¢. obmoxxn: pue. 1-1 n 2-1 w3 craren A.O. [ n gp. (c. 26).




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.), Research Center of Neurology (Moscow, Russia)

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

EDITORIAL BOARD

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

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 L.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)

Ruzicka 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)

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.), South-Ural State Medical University (Chelyabinsk, 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.l. — 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)

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

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

Vlasov PN. — Prof., D.Sci. (Med.), A.1. Yevdokimov Moscow State University of Medicine and Dentistry (Moscow, Russia)

AHHAaJIBI

KIIMHUYECKOW M 3KCIIEPUMEHTATIBHOM Volume 13 No. 12019

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: K.A. Babaskina; makeup manager: A.A. Vinogradova, editors: M.I. Lapteva and S.M. Sosnovskaya.
4th 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 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, with a circulation of up to 4,100 copies.
The journal is included in the Russian Science Citation Index (RSCI).
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: fig. 1-1 and 2-1 from the article Guscha A.0. et al. (p. 26).




AHHaJIBI KJIMHUYECKOMN U 9KCTIEPUMEHTAILHOI HEBPOJIOTU M
Tom 13 Ne'1 2019

B Homepe:

OpuruHaIbHBIE CTATHH
Kaununecraa Heepoaolusn

CucTeMHBI TpOM6OIH/I3I/IC Ipru NIIEMNYCCKOM MHCYJIBTC. KIMHUYCCKUEC (I)aKTOpBI HepCOHHq)HHVIpOBaHHOﬁ
3((HEKTUBHOCTU U 6€30MaCHOCTH

Jlomawenko M.A., Maxcumosa M. I0., Tanawsn M.M.

TbY3 20poda Mockevt «Iopodckas kaunuveckas Goavnuua um. C.I1. bomxuna», Mockea, Poccus; @DTBHY «Hayunvuii wenmp neepoaoeuw», Mockea, Poccus

Muoronuueckas Z[I/ICTpO(bI/IFI: T€HETUKa 1 HOJ'H/IMOp(I)I/BM KIIMHNYECKUX HpOHBJIeHI/Iﬁ
Heanosa E.O., Mockasenro A.H., @edomosa E.IO., Kyp6amos C.A., Haaapuowrun C.H.
OI'bHY «Hayunvui uenmp neepoaoeuws, Mocxsa, Poccus; AY3 BO «Boponexcciuii o6.aacmuoii Kaunuseckuii KoHCyAbmamueHo-ouazrocmuveckuii uenmp», Boponea, Poccus

15

IleiiHnast apTpornacTuka: S-jgeTHee HaOMoaeHe
Iyma A.0., Jlpesaay M.J1., Ilempocsan JI.B., Apecmos C.0., Kauees A.A., Bepuwunun A.B., IToamopaxo E.H.
OIbHY «Hayunvuii uenmp neepoaoeuw», Mocxea, Poccus

26

K mpobGieme nrarHOCTUKY U BeeHUS MAllMEHTOB C IEPBUYHOI TOJIOBHOM 00J1bI0 B PecryOnrike ApMeHMst
Bexuasn A.P., Caaxan A.E., Manseasn 0.M.
[Epesanciuii eocydapcmeennvuii meduuunciuii yuusepcumem um. Mxumapa Iepayu, Epesan, Pecnybauxa Apmenus

31

CyTouHBIi TPOPUIIL apTepUATIBHOTO JaBJISHUS U MUKPOCTPYKTYPHbIE U3MEHEHMSI BEIlleCTBA FOJIOBHOTO MO3ra
y OOJIBHBIX C LIepeOpaTbHON MUKPOAHTUOMNIATUEN U apTepUaIbHO TUIepTeH3Uen

Jlobpvinuna JLA., llammuesa K.B., Kpemnesa E.H., Karawnukosa JI.A., Kpomenxosa M.B., Iedosckas E.B., bepoaun A.b.

OIBHY «Hayunbuii uenmp nesposoeuw», Mocxea, Poccus; @THOY BO «Mockoscruii 2ocydapemeennvuii yrueepcumem um. M. B. Jomonocosw», Mockea, Poccus

36

9xcnepumenma/tbuaﬂ Heepoaocua

WHTterpaTuBHbIe (GYHKLUMU PETPOCIIEHMATBLHOM KOPHI: JaHHbIE AHATOMUM, KOHHEKTOMMKH U KJIETOUHOI
9JIEKTPODUZNOTIOTUHN Y KPBIC

Muneesa 0.4., bespsaonos JI.B., Yexoe C.A., Ceaprux O.E., Anoxun K.B.

OIBHY «Hnemumym nopmaavnoi gusuosoeuu um. ILK. Anoxuna», Mockea, Poccus; DIAOY BO «Mockosckuii usuxo-mexnuneckusi uncmumymv, Jlorzonpyonvuii, Poccus;
OIbYH «Hncmumym ncuxoaoeuu PAH», Mockea, Poccus; HUII «Kypuamosckuii uncmumym», Mockea, Poccus; @ITBOY BO «Mockosckuii eocydapcmeennbiii yhugepcumem
um. M.B. Jlomonocosa», Mockea, Poccus

47

Hayunbiii 0030p

COBpeMCHHI)Ie KIIMHUKO-TCHCTUYCCKHNE ITPCACTAaBJICHUA 00 AYyTOCOMHO-PCUCCCUBHBIX HACJICACTBECHHbLIX
nepudepruIecKIX HeiponaTHsIX

Mypmasuna A.9., jaeuna 0.4., Huxumun C.C., Jladaau E.JL, IToaskos A.B.

Pezuonaavnas obuecmeennas opeanuzanus «Ouecmeo cneyuaucmos no HepeHo-MoluieuHsim 60ae3nam», Medununckuii yenmp «Ilpaxmuneckas negpooeus», Mockea, Poccus;
OIbHY «Meduxo-2enemuneckuii naywnoii yenmp», Mocxsa, Poccus

95

Texnonorun

CoBpeMeHHbIe HelpOoXUPyprudecKue MoaXoabl K Tepany CTPYKTYPHBIX SIWICTICUI
Cumnuxos A.P., CkopoGoeamosa B.A., Macaosa H.H.
OIAY «Jlewebno-peaburumanuonnoii uenmp» Munsopasa P®, Mockea, Poccus; ®IBOY BO «Cmoaenciuii eocydapcmeennviii meduuunciuii yuusepcumen», Cmoaenck, Poccus

70

Knunnueckuii pa3oop

CnoxHoctu nuddepeHIIMaTbHON AMarHOCTUKY NTEPBUYHON Mporpeccupyloieii adbaszun. KinuHuyeckoe
HaOJIroneHne

bapanyesuu E.P., Kosaavuyx 0.1, Measnux E.B., Imanysas B.C., Imanysas 10.B.

@I'bOY BO «Ilepevuii Canxcm-Ilemepbypeckuii eocydapcmeennviii meduuunckuii yuugepcumem um. axao. H.11. ITasaosa», Canxm-Ilemepype, Poccus

78

XpoHnka

O0BenMHEHHBIN MeXXTyHapoaHbI KoHTpecce «Congress on Open Issues in Thrombosis and Hemostasis»
coBmecTHO ¢ IX Becepoccuiickoit KoHdepeHLMel 1Mo KITMHUYECKOH reMOCTa3u0JIOTMY U TEMOPEOJIOTUN

84

111 HaumoHansHBIM KOHTpecc «KapanoHeBpoIorusi»

86

Kondepenuys «Mo3r 1 HeHpOTEXHOJOTUY: OT (DyHIAMEHTATBbHBIX UCCIIEIOBAHNI K KIIMHUKE»

88




Annals of Clinical and Experimental Neurology
Vol. 13 Ne 1 2019

Table of Contents:

Original articles
Clinical neurology
Intravenous thrombolysis in ischemic stroke: clinical predictors of efficacy and safety

Domashenko M.A., Maksimova M. Yu., Tanashyan M. M.
Botkin City Clinic Hospital, Moscow, Russia; Research Center of Neurology, Moscow, Russia

Myotonic dystrophy: genetics and clinical polymorphism
Ivanova E.O., Moskalenko A.N., Fedotova E.Yu., Kurbatov S.A., lllarioshkin S.N.
Research Center of Neurology, Moscow, Russia; Voronezh Regional Clinical Diagnostic Center, Voronezh, Russia

15

Cervical arthroplasty: 5-year follow-up
Guscha A.0., Dreval M.D., Petrosyan D.V., Arestov S.0., Kascheyev A.A., Vershinin A.V., Poltorako Ye.N.
Research Center of Neurology, Moscow, Russia

26

Current situation of diagnostics and management of patients with primary headache in the Republic of Armenia
Vekilyan H.R., Sahakyan A.E., Manvelyan H.M.
Yerevan State Medical University after Mkhitar Heratsi, Yerevan, Republic of Armenia

31

Daily profile of arterial pressure and brain microstructural changes in patients with hypertension-related
cerebral small vessel disease

Dobrynina L.A., Shamtieva K.V., Kremneva E.I., Kalashnikova L.A., Krotenkova M.V., Gnedovskaya E.V., Berdalin A.B.

Research Center of Neurology, Moscow, Russia; M.V. Lomonosov Moscow State University, Moscow, Russia

36

Experimental neurology

Integrative functions of the retrosplenial cortex in rats: anatomy, connectomics, and cellular electrophysiology

Mineeva 0.4., Bezryadnov D.V., Chekhov S.A., Svarnik O.E., Anokhin K.V.

P.K. Anokhin Institute of Normal Physiology, Moscow, Russia; Moscow Institute of Physics and Technology, Dolgoprudny, Russia; Institute of Psychology of Russian Academy of Sciences,
Moscow, Russia; National Research Center «Kurchatov Institute», Moscow, Russia; M.V. Lomonosov Moscow State University, Moscow, Russia

47

Reviews

Current view on phenotypic and genetic features of autosomal recessive inherited peripheral neuropathies
Murtazina A.F., Shchagina 0.A., Nikitin S.S., Dadali E.L., Polyakov A.V.
Association of Neuromuscular Disorders Specialists, Medical Center “Practical Neurology”, Moscow, Russia; Research Center for Medical Genetics, Moscow, Russia

95

Technologies

Current neurosurgical approaches to treatment of structural epilepsies
Sitnikov A.R., Skorobogatova V.A., Maslova N.N.
Federal Center of Treatment and Rehabilitation, Moscow, Russia; Smolensk State Medical University, Smolensk, Russia

70

Clinical analysis

Difficulties of clinical diagnosis in primary progressive aphasia. Clinical observation
Barancevich Ye.R., Koval'chuk Yu.P., Mel'nik Ye.V., Emanuel'V.S., Emanuel’ Yu.V.
Academician 1.P. Pavlov First St. Petersburg State Medical University, Saint Petersburg, Russia

78

Chronicle

The Congress on Open Issues in Thrombosis and Hemostasis 2018 jointly with the 9th Russian Conference
on Clinical Hemostasiology and Hemorheology

84

I1I National Congress "Cardioneurology”

86

Conference "The brain and neurotechnology: from basic research to the clinic"

88




OPUTI'NMHAJIbHBIE CTATbU

Knunnyeckas HeBpoJiorus

CucTeMHBIU TPOMOOJIM3UC
MpY UILIEMHUYECKOM UHCYBTE:
KJIIMHUYeCKUEe PAKTOPBDI
MIEPCOHUPUILINPOBAHHON
APPEKTUBHOCTU U 0€30IIaCHOCTU

M.A. Jomamenxo!, M.IO. Makcumona?, M.M. Tanamsn®

'TBY3 2opoda Mocxkev: «[opodckas kaunuveckas 6onvhuua um. C.IT. bomkuna», Mocksa, Poccus;
YOIBHY «Hayunviii yenmp eeposoeuu», Mockea, Poccus

Beedenue. Cucmemnbiii mpombosu3uc pexoMOUHAHMHbIM MKAHEBbIM AKMUBAMOPOM NAAIMUHOREHA ABASEMCS «30A0MbLM CIIGHOAPMONM» Penepgy3uokHoil mepa-
Riill, UMest MAKCUMAAbHBIL KAGCC 00KA3AMeAbHOCIU 8 e8PONEIICKUX U Ce8epOaMEPUKAHCKUX PYKOBOOCMBAX NO 8e0eHUI0 NALUEHMOB 8 0CMPOM Nepuode UieMie-
K020 uncyavma (UH).

L]eav uccaedosanus: onpedenenue axmopos uHouguAYabHol gexmusHocmu u 6e30naACHOCIU CUCIMEMHO20 Mpomboau3uca y hauuenmos ¢ MU das pazpabom-
KU NePCOHUDUUUPOBAHHBIX HOOX0008 K €20 ONMUMUBAUU.

Mamepuaavt u memoost. B uccaedosanue Gviau exarouenst 396 nayuenmos ¢ MU, uz komopoix 196 Gonbkbim Gbin npogeder cucmemHblii mpomooausuC pekom-
OUHAHMHbIM MKaHe8bLM akmusamopom naazmutoeena, 200 nayuenmos cocmasunu epynny konmpoas. Ilposedeno npocnexmusHoe HepanOoMusuposarHoe
uccredogatie 8 NApanfeabHbIX SPYNRAX NO U3YHeHUI0 dPpexmusHoC U 6e30nACHOCIU CUCIMEMHO20 MPOMOOAUUCA PeKOMOUHAHMHbIM MKAHEBbLM AKMUBAMO-
pom naazmuroeend. IlepeuuHoii KoHeuHol MoUKOI UCCAC008AHUS ABUAACH OUEHKA (NYHKUUOHAABHOI He3ABUCUMOCTIY NAYUEHMO8 N0 MOOUPDUUUPOBAHHOU WIKale
Ponxuna uepes 3 mec nocae uncynoma.

Pesyavmamut. [loomeepycdero yiyuuenue QyHKyuonaabHo20 ucxooa y nayuenmos ¢ MU npu nposedenuu cucmemiozo mpomboausuca, a maxace omeymemeue
BAUAHUS MPOMOOAUMUHECKOL Mmepanuu Ha nokazamenu semanviocmu. CHudICeHue YpoeHs G00pCmeosanus, Haau4ue agasuu, ceMunieeus, XpoHu4eckas cepdey-
HAsl HeOOCMAMOUHOCHb, CaxapHblil duabem 2-e0 muna, ROCMUHMAPKMHbLI KaPOUOCKAEPO3 S6ASIOMCS KAUHUMECKUMY (aKmOpamu, accoyuuposantbimMu ¢ Hebaa-
20NPUAMHBLM NPOZHO30M 3a001e8AHUS NOCA CUCEMHO20 MpomBoAu3Uca. Bonbluas eeposmHochto HACMYNnAeHUA AeMAAbHO20 UCX00d OMMedeHa HAMU Y NalueH-
moe co cHudiceruem yposis 6odpemeosarus (OR 3,1 (1,1-8,8); p=0,03), nasuuuem napesa szopa (OR 6,8 (2,2—-20,9); p<0,001) u cemunaeeueii (OR 6,5 (2,0-21,4);
p=0,002), a maxace ¢ xporuueckoii cepdeuroii nedocmamourocmuvio (OR 2,4 (1,1-5,3); p=0,03).

Sakiouenue. Adexeamubiii aHAAU3 HEBPOAOLUECKOU CUMNMOMAMUKY U KAUHUKO-AHAMHECIUMeCKUX OaHHbIX npu nocmynaenuu nauuenma ¢ MU nozsonsiem
HPOCHO3UPOBAMD (PEKMUBHOCHb MPOMOOAUZUCA U MOdCEm UMeMb BANCHOe 3HAUeHUe NPU NAGHUPOBAHUY MAKMUKY AedeHUs nayuenma u eblbope Memodos

penepgysuu.
Kimouesble clioBa: penephysus, mpomooausuc, npoeHo3, UeMuecKuil UHCY.Abm, peKoMOUHAHMHDbLI MKAHeB0l aKMUeamop nAazmMuHo2exd.

Anpec 114 koppecnionaenmun: 125284, Poccust, Mocksa, 2-it borkunckuii nip., a. 5. Kb um. C.I1. borkuHa. E-mail: mdomashenko@
gmail.com. [lomamenko M.A.
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KIMHUYECKHE (aKTOphl MePCOHUPULIMPOBAHHON 3(DHEKTUBHOCTU U 6E30MACHOCTU. AHHAAbI KAUHUYECKOU U IKCHePUMEHMAAbHOL
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Intravenous thrombolysis in ischemic stroke:
clinical predictors of efficacy and safety

Maksim A. Domashenko!, Marina Yu. Maksimova?, Marine M. Tanashyan?
'Botkin City Clinic Hospital, Moscow, Russia, *Research Center of Neurology, Moscow, Russia

Introduction. Systemic thrombolysis with recombinant tissue plasminogen activator is the “gold standard” of reperfusion therapy, having the maximum level of
evidence in European and North American guidelines for the treatment of patients with acute ischemic stroke (1S).

Objective: to determine factors of individual efficacy and safety of systemic thrombolysis in patients with IS aiming to establish personalized approach to its
optimization.

Materials and methods. The study included 396 patients with IS, of whom 196 patients underwent systemic thrombolysis with recombinant tissue plasminogen
activator and 200 patients formed the control group. A prospective non-randomized study was conducted in parallel groups to estimate efficacy and safety of
systemic thrombolysis with recombinant tissue plasminogen activator. The primary endpoint of the study was functional independence of patients measured with
a modified Rankin scale 3 months after the stroke.
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Results. We confirmed improvement of the functional outcome in patients with IS who underwent systemic thrombolysis. We also showed no effect of thrombolytic
therapy on the mortality rates. Decreased wakefulness, presence of aphasia, hemiplegia, congestive heart failure, type 2 diabetes, postinfarction cardiosclerosis
were shown to be clinical factors associated with an unfavorable prognosis of the disease after systemic thrombolysis. We found higher likelihood of death in patients
with decreased level of consciousness (OR 3.1 (1.1-8.8); p=0.03), as well as with paresis (OR 6.8 (2.2—20.9); p<0.001), hemiplegia (OR 6.5 (2.0-21.4); p=0.002),
and chronic heart failure (OR 2.4 (1.1-5.3); p=0.03).

Conclusion. Adequate analysis of neurological symptoms and clinical and anamnestic data upon admission of a patient with IS allows to predict the effectiveness

of thrombolysis and may be important in treatment planning and in choosing reperfusion methods.

Keywords: reperfusion, thrombolysis, outcome, ischemic stroke, recombinant tissue plasminogen activator.
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Beenenne

Nmemuyeckuit uncynst (UMW), He3aBUCKMO OT €ro Hermocpes-
CTBEHHOI MPUYMHbI, PA3BUBAETCS B YCJIOBHUSIX 3HAUMUTEIBHO
BbIPaXKEHHOM IeMOCTAaTUYECKOM aKTUBALUM, Aerpeccuu (u-
OpUHO/M3a, a TAKXE TEMOPEONIOTUYECKUX HAPYIEHUI U U3Me-
HEHUI MUKpOLMPKYIsuuu [1-3].

B MHOrouuciaeHHbIX 9KCIEPUMEHTaX M KIMHUYECKUX HCCIIe-
JOBAaHMAX MOATBEPXKIEHO, YTO TEPAIEBTUYECKAA WM MEXaHU-
yeckas periepdysusi — pacTBOPEHUE WM YCTPaHEHHUE TPOM-
0a, BBI3BABIIIETO OKKIIIO3MI0 MO3TOBOM apTepuu, — HamOoJjee
a(dekTHBHA B MEpBble Yachl UILIEMUU MO3ra, Koraa O4blias
YacTb BBISIBJISIEMBIX ITPU MOMOLIM METOA0B HEWPOBU3YaTU3ALUK
U3MEHEHWIT HOCUT 0OpaTHMbIil XapakTep, a KacKaj MIIeMuye-
CKUX M3MEHEHUI HAXOOUTCS HA HAYAJIbHOM CTaIUU CHUXCHUS
MO3rOBOTO KpOBOTOKA. [Ipy 3TOM BOCCTAaHOBJIEHHE KPOBOTOKA
B OKKJTIO3UPOBAHHOI/TPOMOMPOBAHHON MO3TOBOI apTepuu
yaIy4iraeT nep@y3uio 30Hb «UIIeMIIECKOi TTOIyTeHW», a Clle-
JIOBaTeIbHO, YBEJIWYMBAET BEPOSITHOCTb COXPAHEHUS XM3HE-
CIIOCOOHOCTHM KJIETOK 3T0i obnact. OTCYTCTBUE K€ TaKOBOTO
00yCIOBIMBAET MPOrPECCUPOBAHUE UILIEMUK MO3Ta U TpaHchop-
MaLUIo NEHYMOPBI B UHPAPKT TOJIOBHOTO Mo3ra (puc. 1).

CucTeMHBII TPOMOOJM3UC — BHYTPUBEHHOE BBEICHUE pe-
KOMOMHAHTHOTO TKaHEBOTO aKTUBATOpa INIa3MHHOTreHa (1tPA)
B 03¢ 0,9 mr/kr (MakcuMaibHo 90 mr; 10% no3bl BBOTUTCS 60-
JIIOCHO, OCTaJlbHasl YacTh — B TeUeHUE MOCIeAYoIMX 60 MUH
BHYTPMBEHHO KaIleJIbHO) B TeueHue 4,5 4 oT Hauana MW, Tpom-
00M3KC SBISETCS «30JI0THIM CTAaHAAPTOM» penepdy3MOHHOM
Tepaniy 1 TMOJTYIMII CaMblii BEICOKHI YPOBEHD JT0KA3aTeIbHO-
ctu (knacc I, ypoBeHb A) B eBpormneiickux [4] U ceBepoamepu-
KaHCKUX [5] pyKOBOICTBAX IT0 BEACHMIO MALIMCHTOB B OCTPOM
nepuone UU.

[Mocnemuuit MeTaaHaIM3, BKIIOYAIOIIUI JaHHbBIE 9 paHIOMU-
3MPOBAaHHBIX MCCJIEIOBAaHWIA IO CHCTEMHOMY TPOMOOJIM3HCY
[6], a Takxe mepcOHM(DULMPOBAHHBIA aHANU3 JAHHBIX STUX
MccieoBaHui [7], 0XBaTUBIIMX OoJiee 6 THIC. MALIEHTOB, MOJ-
TBEPAMIN YIydlIeHHe (HYHKIMOHAIBHOTO MPOTHO3a Ha (hOHE
TpombouTuaeckoi repanuu (TJIT), a Takxe ToT (hakT, uto 60-
Jiee paHHee Havyalo JiedeH!sI CBSI3aHO C OJTarONPHsATHBIM KITH-
HUYECKUAM 3P PEKTOM.

Briepseie B Poccum meton cucteMHOro TpomOonu3uca ¢ uc-
nojib3oBaHueM 1tPA Obin BHeapeH B knunuke HUU nepedpo-
BacKyJIsIpHOIi maronorud u uHcyasta PTMY um. H.U. [Tupo-

A B

Puc. 1. /lunaMuka nimemus roJioBHOT0 MO3ra IpH OTCYTCTBIH periepdy3ui 110 TAHHBIM HeiipoBu3yau3aIuH (COOCTBeHHbIe HAOMONEHHS, NAuUenTKA A., 73 rona).
A — HeboTblIIast TUMOIEHCUBHAS 30HA B JIEBOW TEMEHHO-3AThIIOYHOM 00J1aCTH 10 TaHHBIM KoMITbioTepHOi ToMorpaduu (KT) ronosroro Mosra (riep-
BbI€ 8 U MHCYNBTA); B — ananornyHas o 00beMy 30Ha OTCYTCTBUS NEP(Y3uu B IEBOI TEMEHHO-3ATLIOYHON 001aCTH (BBIIENEHA KPACHBIM L[BBTOIY_I[)
OKpYXeHHast 06]_HI/IpHOI/I 30HOl CHIDKeHHUS nepdy3uu (BblIEIEHa 3eIEHbIM LIBETOM) B OacceiiHe JIEBOi CpejiHeii Mo3roBoit aprepuu nmo faHHbM K
nepdy3uu (mepsbie § 4 MHeyibra); C — 06LL[I/18Haﬂ TUIOJICHCUTUBHAS 30HA B JIEBOM MOJTyLIap1y OOJIBIION0 Mo3ra B 6acceiiHe 1eBoi cpeHeit Mo3roBoit
aprepuu 1o nauHbM KT (2-¢ cyT nHCynbTa) QHATIOTMYHAS TI0 00BEMY 30Ha OTCYTCTBUS Tiephy31H B JIEBOM TIONYIIAPUM OOJIBIIOTO MO3ra (BbIIEIeHa
KPACHBIM LIBETOM), OKPYXEHHas HEGOJIBLLIO} 30HOI CHIDKEHHSI niepdy3uu (BblIEIEHA 3€IEHBIM LIBETOM) MO TAHHBIM Kﬁ)' -niepdy3ui (2-€ CyT UHCYJIbTA)

Fig. 1. Evolution of ischemic lesion in the brain of a 73 years old woman who didn’t undergo reperfusion (CT and CT-perfusion data).

A, computed tomography (CT) scan of the brain showing a small hypodense zone in the left parietal-occipital region (first 8 hours of stroke); B, CT
pcrtu510n scan showing a similarly sized unperfused zone (highlighted in red) in the left parietal-occipital region, surrounded by an extensive hvpopcrfuscd
area (highlighted in green) in the left middle cerebral artery territory (first 8 hours of stroke); C, CT scan showing extensive hypodense zone in the left
hemisphere in the left middle cerebral artery territory (2nd “day of strokeg D, CT perfusion scan showmg a similarly sized unperfused zone (highlighted
in red) in the left hemisphere of the brain, surrounded by a small zone o reduced perfusion (highlighted in green) (2nd day of stroke)
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OPUIMHANIbHBIE CTATBW. Knuknyeckas Heeponorus

Puc. 2. Pekanamzauus npokcumaibHoro otaena npasoii CMA Bo Bpemst
TNPOBEIEHHs SHIOBACKYIAPHOI TPOMOIKTOMUM CTEHTOM-PETPHBEPOM (C00-
CTBeHHOE Ha0/moIeHne, mamuent M., 79 jer).

A — okkmo3sus cermeHta M1 mpaBoit CMA 10 JaHHBIM TUTUTATLHON
CyOTpaKLMOHHO# aHruorpaduu; B — nposeneHne Mukpokaretepa auc-
TalbHee yJacTKa OKKITIO3MU n}l))aBoﬁ CMA,; C — pacnpapieHue CTeHTa-

peTpuBepa B 00j1acTi TpoMba; D — pekaHanu3zanus rpapoit CMA

Fig. 2. Recanalization of the proximal right middle cerebral artery (MCA)
occlusion during endovascular stent-retriever thrombectomy (own
observation of a 79 years old patient).

A, apFearance of occlusion of the M1 segment of the right MCA on
digital subtraction angiography; B, microcatheter inserted distally to the
site of right MCA occlusion; C, expansion of the stent-retriever in the
thrombus; D, recanalization of the right MCA

ropa Ha 0ase [opomckoil KimHWYIeCKOi OOiMbHUIEI Ne 31 B
2005—2006 rr. [8], ¢ 2008 r. mpumeHsieTcsas B HayuHoMm 1ieHTpe
HespoJsioruu [9—11]. Merton cucremuoit TJIT 6611 omoOpen De-
JiepaibHOI CITyXK001 110 Haa30py B cepe 3MpaBOOXpaHEHUS U
COLMATBHOTO Pa3BUTHUSI KaK HOBask MEMUIIMHCKAsK TEXHOJIOTHS
(pa3pernieHre Ha TpUMEHEHNE HOBOM MEIMIIMHCKOM TEXHOJO-
ru ®C Ne 2008/169 or 01.08.2008). C 2008 r. TpoMOOIU3KC
SIBJISIETCST HEOTHEMJIEMOM COCTABJISIIONIEH OKa3aHUsT MEUIMH-
CKOIi TIOMOIIY OOJILHBIM C MHCYJBTOM B YCJIOBUSX EPBUYHBIX
COCYIIMCTBIX OTHAETEHUN M PETMOHANBHBIX COCYAMCTBIX IEH-
TPOB, CO3MAHHBIX B paMKaX peaaM3allii KOMIUIEKCa MEPOIIpH-
SITUi TIO CHUXKEHUIO CMEPTHOCTH OT COCYAMCTBIX 3a00J1€BaHUI
roioBHoro Mo3ra [12, 13]. IMopsimok mpoBeneHusi CUCTEMHO-
ro Tpomboiu3uca pernameHTuposad Ilpukazom M3CP PO
«O0 yTBEpXKIEHUU TOPSAKA OKa3aHWsS MEIUIMHCKOW To-
Moy 6ombHBIM ¢ OHMK» No 3891 ot 06.07.2009 (B penak-
mun [Tpukazo M3CP P® Ne 44n ot 02.02.2010 1 Ne 357H ot
27.04.2011), IMpukazom M3 P® Ne 9281 ot 15.11.2012 «O6 y-
BEPXXICHUU TTOPSIKA OKA3aHUsl MEAMIIMHCKOM MOMOIIK 00JTb-
HBIM C OCTPHIMU HapYIIEHUSIMUA MO3TOBOTO KPOBOOOPAIIIEHMST».

[TosiBneHue YCTPOWCTB UISi TPOMOSKTOMMU HOBOTO MOKOJIE-
Hu4 (pexae Bcero, Solitaire) MpuBeNo K epecMOTPY TAKTUKU
neyeHust UM Ha hoHe nmpokCUMaIbHOI OKKIIIO3MM MHTpaKpa-
HUANbHBIX apTepuil. B mepoit momosuue 2015 1. ObUTH OMY0-
nukoBaHbl pe3yastatel MR CLEAN, ESCAPE, REVASCAT,
SWIFT PRIME, EXTEND IA uccienoBaHuii, TOKa3aBIIMX
3(PeKTUBHOCTh M 0€30MacHOCTh KOMOMHALIMM CHCTEMHOTO

CucTeMHbIit TPOMBONM3VC MDY MILIEMUYECKOM MHCYMIbTE

TpoMmbonu3uca rtPA ¢ mocieayoumM 3HI0BACKYISIPHBIM BMe-
nrateabCTBoM [14—18].

B 2016 . ObLT IpOBEEH MeTaaHAIU3 TIEPCOHUPHULIMPOBAHHBIX
JaHHBIX 1287 TalMEeHTOB, BKIIIOUEHHBIX B 3TH HMCCJICIOBAHM.
[MonTBepxneHa 3P GeKTUBHOCTb SHIOBACKYJISIPHBIX METOIOB
penepdy3un BHE 3aBUCMMOCTH OT TeHAEPHBIX M PACOBBIX 0CO-
OeHHOCTEe! OOJNBHBIX: TPOMOSKTOMMS ObLIa acCOLMUPOBAaHA
C JOCTIKEHMEM Oojiee OMaronpusITHOr0 (GyHKIMOHAIBHOTO
HCXOIa II0 CPaBHEHMIO CO CTaHmapTHoU Tepammeii: OR 2,49
(95% CI, 1,76—3,53; p<0,0001), mpu 3TOM noka3ateb 3hek-
tuBHOCTU NNT (number-needed-to-treat — 4nca0 OOJbHBIX,
KOTOPBIX HEOOXOAUMO MPONEYUTD, YTOOBI JOCTUTHYTh TepareB-
tyeckoro adexra) cocraBua 2,6 [19].

VuyuTeiBasg TONOXUTENbHBIE PE3YAbTaThl MPEACTaBICHHBIX
BbIlIE UccaeaoBaHuit, B 2015 1. ObLIM 0OHOBJIEHBI PEKOMEH/1a-
1 AHA-ASA 1o ie4eHurIo mauueHToB B octpoM neproae MU
[20]. Tak, TmaTenbHO 0TOOpaHHBIM O00JbHBIM ¢ MU B TeueHue
mepBhIX 4,5 4 Ha pore cuctemHoit TJIT ¢ moaTBep:KIeHHOI
OKKJTI031el BHYTpeHHel coHHoii aptepuu (BCA) unm npokcu-
MaJIbHBIX OTHEIOB (cerMeHT M1) cpemHeit MO3TroBOi apTepuu
(CMA) pekoMeHIOBaHO BBITIONHEHNE MEXaHMYECKON TPOMO-
SKCTpaKIMHK C TOMOILbIO CTEHTOB-PeTpUBEPOB (puc. 2; kiacc I,
ypoBeHb moKazaTenbHOCTH A). IlokazaHMAME K TPOMOSKTO-
MU SBJISIOTCS (PYHKIMOHAIbHAs He3aBUCUMOCTb — (0—1 Oann
mo MomupuIupoBaHHOH mKaixe PsnkmHa (modified Rankin
Scale, mRS) no MU, Bo3pact crapiue 18 JeT, olieHKa Mo 1Ka-
ne uHcyasra NIH >6 6amnos, ouenka mo mikaie ASPECTS
>6 0a/IoB, TeXHMYECKash BO3MOXHOCTb 3HAOBACKY/ISPHOIO
BMellaTeNbcTBa (MyHKUMM apTepuit) (Kiacc I, ypoBeHb JoKa-
3atenbHOCTH A). Kak ¥ B OTHOLIEHUM CHCTEMHOTO TpoMOO-
JIM3KCa, BPEMEHHOW (haKTOp SIBISETCS OMPEICHSIOIIMM s
JOCTIDKEHHUS OMarompusTHOro (DYHKIIMOHAJIBHOTO ITPOTHO3A.
Tak, Ueblo SHIOBACKYISPHOTO JIEYEHUS JODKHO SIBISTHCS
MaKCHUMaJTbHO OBICTpOE nocTixeHue ypoHs periepdysuu TICI
2b/3 (B TeueHue 6 4 ¢ MoMeHTa pasButusa M) (knacc 1, ypo-
BeHb J0Ka3aTeJbHOCTU A). B cyyae HE0OOXOAMMOCTH BO3MOX-
HO JONOJHUTENbHOE BHYTpUApTepUalbHOE BBeNeHNEe (PUOpHU-
HOJIUTUKOB [UISl IOCTUXKEHMs MocTaBaeHHoM 1emu (kmacc Ilb,
YpOBEHb foKazatenbHocTu B). DdbekTMBHOCTh MeXaHUUeCKOi
TPOMOSKTOMUM, BHITIOMHEHHOI 1mo3xe 6 4 MU, aBisercs He-
omnpeneneHHoit (knacc 11, ypoBens mokazatenbHocTH C).

CrenyeT 0c000 MOTYEPKHYTh, UTO B JIIOOON KIMHUYECKON CUTY-
alliy Y TIAIMEHTOB, COOTBETCTBYIOLIEH KPUTEPHUSIM TIPOBEICHIS
CHCTEMHOTO TPOMOOJIM3KMCa, HEOOXOMMMO BBITIOJTHEHME UMEHHO
€ro, IaXe B CIIy4ae, ecii B TTOCIEIyIOIIeM TUTaHUPYEeTCs BBITION-
HEHME SHIOBACKYJISPHBIX pernepdy3uOHHBIX METONOB JIEUSHUS
(xnmacc I, yposenb nmokazatenbHoct A) [20]. Bonee Toro, co-
IJIacHO JaHHBIM MeTaaHanmu3a E.A. Mistry 1 coasr. (2017) umeH-
HO KOMOMHAIMsI CMCTEMHOTo TpoMOOJIu3Kca ¢ MeXaHMYECKOi
TpoMO3KTOMUEN 3((eKTUBHEE SHIOBACKYISIPHON pernepdy-
3uM 0e3 MPEeaIecTBYIONIEr0 TPOMOOIM3UCA, YTO TPOSIBIISETCS
yaydiieHueM (QyHKIIMOHATBHOTO UCX0a U OOJbIIel YacTOTOoM
Pa3BUTHUS peKaHAIU3ALUY (TEXHUUECKHU TPEOYIONIeH BHIITOIHE-
HUSI MEHBIIETO KOMMYECTBA TOTBITOK €6 MEXaHMIeCKOTO 0C-
TieKeHYs). [1pu 3ToM He 3apeTuCcTpUPOBAaHO YBETMIEHMS 9acTo-
Thl Pa3BUTHSI T€MOPPArnyecKuX OCIOXHEHUI Mpu KOMOMHa-
1IMM YKa3aHHBIX METONOB periepdy3nu Mo CPAaBHEHUIO C IHI0-
BacKyJISIpHOIi TpoMbaKTOMMUEl 6e3 peniiectBytomieit TJIT [21].

3aBepias 0030p METOIOB pernepdy3nu, CeayeT OTMETUTD, YTO
B TMOCJIEHUE TOIbI AKTUBHO M3Y4aeTcsi BO3MOXHOCTh PaCIIv-
pEeHUs] OKHA TepaIeBTUUSCKUX BOZMOXHOCTEH 3HIOBACKYJISAP-
Hoii TpoMOakTOMMHM y nauueHToB ¢ M. B 2018 . 6putn omy-
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0JIMKOBAHBI Pe3yJIbTaThl PAHIOMU3MPOBAHHOTO MCCIETOBAHMUS
DAWN, B kotopoe 0but0 BKI04eHO 206 maunentos ¢ MU B
TeueHue 6—24 4 ¢ MOMEHTa Pa3BUTHSI HEBPOJIOTMYECKOM CUMIT-
TOMaTUKM Ha (poHE BepH(PUIMPOBAHHON OKKITIO3MM WHTPA-
KpaHuaibHOi yactu BCA unu npoxkcumanbHoro otaena CMA.
O06s13aTeIbHBIM KPUTEPUEM BKITIOUEHUSI B UCCIIEI0OBAHUE OBLIO
HECOOTBETCTBUE MEXY BbIPAXKEHHOCTHIO HEBPOJOTMYECKON
CHMIITOMATUKK ¥ 00BbEMOM 00J1acTH MileMuu Mo3ra. CyMmap-
HbIH 0ajn o mkane uHeyasta NIH y BKIro4eHHBIX B UCCIIen0-
BaHMe MalUeHToB cocTaisit 10 6atoB u Oosee, MPU ITOM Be-
puduiupoBanHslii ¢ moMouibio JAB-MPT wnu KT-nepdy3un
00beM sifipa UIIEMUK BapbMPOBAI B 3aBUCHMOCTH OT BO3pacTa
(menee 21 M y maneHToB B Bo3pacte 80 JIET U cTapiiie; MeHee
31 M1 — y 60bHBIX Mosoxe 80 et u 31—51 M1 — y MalMeHToB
Mosoxe 80 JIET ¢ OLIeHKO! BbIPakeHHOCTH HEBPOJOTUUYECKUX
HapymieHuit >20 0amnoB mo mkaixe uHcynsra NIH). Tpom06-
9KTOMMUS ObLIa BoiMoiHeHa 107 6onbHBIM, 99 MalieHTOB MOJTy-
Yaju CTaHOAPTHYIO Tepamnuio. JononHuTe bHbIA Habop 60Jb-
HBIX B UCCNIEIOBAHME ObLT MPEKPaIleH MOCe MPeABAPUTEbHO-
r0 aHajiu3a Pe3yJabTaToB, MPOJAEMOHCTPHPOBABIIKMX OOJbBIIYIO
3G GEKTMBHOCT SHIOBACKYISIPHOTO JISUEHMST TAaHHOM KaTero-
pun O6onbHbIX ¢ MW Hag xoHcepBaTUBHELIM JieyeHueM. I[1po-
LEHT MallMeHTOB, TOCTUTILIKX O1ATONPUSTHOTO PYHKIIMOHATb-
Horo ucxona (omeHeHHoro mo mRS), cocraBun 49% B Tpyme
0OJIbHBIX, KOTOPHIM Oblia BBITMOJHEHA TPOMOIKTOMUSI, MO
cpaBHeHMIO ¢ 13% Ha doHe craHaapTHOro JedeHus. [1pu aTom
YacTOTa TEMOPPArNYECKIX OCIOXHEHWH 1 TIOKa3aTeu JTeTalb-
HOCTH OBLIY CONOCTaBUMBI [22].

Taxxe B 2018 . 6110 3aBepieHo uccaenoanue DEFUSE 3,
B KOTOPOM OLIEHUBAMCH 3 PEKTUBHOCTb U 6€30ITaCHOCTh Me-
XaHUYeCKoi TpoMO3KToMMM Y mauueHToB ¢ MU B okHe TeparneB-
THYECKUX BO3MOXKHOCTEH 6—16 9 Ha poHe BeprUIIMPOBAHHON
OKKJTIO3MM MHTPaKpaHuaIbHO Yact BCA mim mpokcmMaib-
Horo otaena CMA. B otinuue ot uccienosanus DAWN, B oc-
HOBE KpUTEpHEB BKITIOUCHNUS B KOTOPOE JIeXKAIN KIIMHIKO-Hei-
poBu3yanu3aumoHHbie HecootBeTcTBUSI, B DEFUSE 3 akueHT
ObL c/ieaH UCKITIOUMTENBLHO Ha MaHHbIE HellpOBU3YyaIu3allim.
O0s13aTeIbHRIMU KPUTEPUSME 0TO0pA MAIIMEHTOB IS BKITIOUC-
HUSI B MCClleNoBaHKe ObLIM 00beM «siIpa» MH(APKTa FOJIOBHO-
ro Mo3ra MeHee 70 MJI, a TaKXKe OTHOIICHHE 00beMa 00JIACTH
UIIEeMUYECKUX U3MEHEHUI Mo3ra (Sapo+meHyMopa) K 00beMy
sapa umemu 1,8 u 6omee. Kak u uccnenosanue DAWN, nociie
MpeaBapUTEIbHOTO aHAIN3a TAHHBIX 182 MalneHToB uccieno-
Banue DEFUSE 3 0Ob110 10cpoYHO MpekpalligHO M3-3a J0Ka-
3aTebCTBA 3HAYMTEIBHBIX TPEVMYIIECTB SHIOBACKYISIPHOTO
JIEYECHMS HaJl CTAHIAPTHOM TepaIueii Kak B OTHOILIEHUU T0CTU-
KEeHUS OJIaTONPUATHOTO (DYHKIIMOHAIBHOTO MTPOTHO3a (OIIeH-
ka o mRS 2 6amna u menee uyepe3 90 cyr mocne MU B rpyme
TPOMOIKTOMUH 3aperucTpupoBana y 45% naiyueHToB, B rpyrnie
KoHTpoist —y 17%; p<0,001), Tak 1 B OTHOILEHUM JIETATbHOCTH
(14% B rpymie TPOMO3KTOMUU IO CPABHEHMUIO ¢ 26% B rpyIe
cranpaptHoii teparuu; p=0,05) [23].

Ha ocHoOBaHMY OITYONMKOBAaHHBIX PE3Y/IBTATOB IBYX BHIIIETIC-
peurcIeHHbIX uccaenoBanuit B Mapte 2018 r. ObIIM mepecMo-
TpeHbl pekoMmeHmanuun AHA-ASA mo neyeHuWto MalueHTOB
B octpoM mnepuone MU. IMaumenram ¢ MU Ha ¢oHe Bepu-
(bUIMPOBaHHON OKKJIIO3UM MHTpaKpaHuaibHOi vactu BCA
WM MpoKcuMaibHoro otaena CMA, MOCTYyNUBILUM B TIEpBbIE
6—16 4 ¢ MOMEHTa pa3BUTHsI HEBPOJIOTMYECKOM CUMITTOMATUKU
W YIOBJIECTBOPSIONIAM KPUTCPHUSIM BKIIOUEHUS B MCCIIEIOBA-
nue DAWN wm DEFUSE 3 (kmacc 1, ypoBeHb OKa3aTelb-
HocTH A), a Takxke nauueHTaMm ¢ MU, mocTynuBIiyM B iepBhIe
16—24 4 ¢ MOMEHTA Pa3BUTHSI HEBPOJIOTMYECKOM CUMITTOMATUKI
1 YIOBJETBOPSIONIMM KPUTEPHSIM BKIIOUEHUS B MCCAEN0BAHUE

DAWN (xnacc IIb, ypoBeHb moKazatebHOCTH B), pekoMeHmo-
BaHO BBIMOJTHEHUE HA0BACKYISIPHOI TPOMOIKTOMUU [24].

UpesBbluaiiHO BaXHbBIM SIBISIETCS] MOUCK (DAaKTOPOB, 00YCIOB-
JIMBAIONIMX OnaronpusTHhI (QyHKUMOHANBHBIA ucxon TJT
Kak C TOYKM 3peHust 6e30MacHOCT IPUMEHEHUsI IaHHOTO Me-
ToNa JIeYeHMs, a CIeNoBaTeIbHO, U O0see MIMPOKOTo ero Mpu-
MEHEHWUSI, TaK U C O3UIIMI MapIIPYTU3AIIUH TIAIIMEHTOB B TIep-
Bble yachl M ¢ uenbio onpeneneHusi ONTUMalIbHOTO MeToaa
penepdy3un (TJIT, sHOOBaCKYISIpHOE JIeUeHNE U MX KOMOU-
HaIus).

Ienpi0 HacTosIIIErO MCCIENOBaHUS ObUIO ompeneieHue hax-
TOPOB UHIMBUIYaTbHOM 3 PeKTUBHOCTU 1 6E30MACHOCTH CU-
CTeMHOTO0 TpoMbosu3uca y nauueHtoB ¢ UM aas pazpaboTku
MepCOHU(MUIIMPOBAHHBIX MOAXOI0B K €0 ONTUMHU3ALH.

Marepuanbl U METOIBI

Pa6ora seimonnena B ®T'bHY HIIH nHa 6ase 2-ro HeBpoJioru-
YECKOT0 OT/eIeHUs (OTIENeHMST OCTPBIX HApYIIEHMIA MO3TOBOTO
KPOBOOOpAIIEHHMS ¢ TTaTaTaMi MHTEHCUBHOM TepaImm), a TakKKe
B Topoackoit kmuHuyeckoit 6obHuLEe uM. C.I1. botkuHa (Mo-
CKBa) Ha 6a3e PerroHaIbHOTO COCYTUCTOTO LIEHTPA OOJbHULIBL.

[poBesieHO TPOCTEKTUBHOE HEPaHIOMM3UPOBAHHOE KCCIIe-
JOBAHWeE B MapaJUIebHbIX TPYITIAX, BKIIOYABIIEE OLEHKY KIIH-
HUYECKMX JaHHBIX 396 manuenToB ¢ MW: 246 myxuuH (62,1%)
1 150 xenuwH (37,9%), cpennuii Bospact 63 [56; 73] rona.

MMarorenetnueckuii moatun MU ompenesiin B COOTBETCTBUA
¢ kiaccudukanueit, paspadoranHoii B ®TBHY HIH [25].
Boimensiin - aTepoTpoMOOTHYECKUI, KapaMO3IMOOINYECKUHA,
JTaKyHapHbIi, reMoguHamudeckuii noarunsl U, MU no tuny
reMOPEOJIOTMUECKOI MUKPOOKKITIO3UH (Tab. 1).

BceMm manmeHTaM B COOTBETCTBUU C MEXITYHAPOTHBIMU U OTe-
YeCTBEHHBIMU PEKOMEHIAMSMY Ha3HAYAJIHCh:

* uH(Y3MOHHAS Tepanusl pacTBOPOB THAPOKCUITUIKPAXMama
W KPUCTAIOUIHBIX PACTBOPOB — M30TOHMYECKOTO PacTBOpa
NaCl, pactBopa Punrepa, pactBopa XapTmaHa,

* TUTIOTJIMKEMUYeCcKas Tepanusi MpU BbISIBAEHUU TUTIEPTIU-
KEMUM KOPOTKOJACUCTBYIONIMMHU TIperiapaTaMi WHCYJIWMHA C
MOCTIEAYIONIMM TIEPEBOIOM TIO MOKA3aHUSIM Ha TEPOpaTbHYIO
TUITOTIMKEMUYECKYIO TePAITHIO WM MHCYTUHOTEPAIIUIO;

* TUTOTEH3MBHAS TEPATHS;

* QHTMATpPeraHTHasl Tepamnus Mpenaparamu aleTUICATUIIIO-
BOW KucnoOTHI (y mauueHtoB nocie cucteMHoit TIIT — crycta
24 4 oT Havana pa3BUTUSI CUMITOMATUKH, Y TAIIMEHTOB KOH-
TPOJILHOM TPYIIITB — C MOMEHTA TIOCTYTIEHMS );

* AHTUKOATYJISIHTHAS Tepamusl Tperapartamy remnapuHa Wiu
HU3KOMOJIEKYJISIDHOTO TenapiHa B MPOQUIAKTUYECKUX 032X
MalMeHTaM C BBIPAXEHHBIMU JBUTATeIbHBIMU HapYIIECHUS-
mu crycTst 48 4 ot Havyana MU anst mpodunakTnku BEHO3HbIX
TPOMO0IMOOIMYECKUX OCTOXHEHMIA;

* HelipomeTabouyeckas Tepanmus;

* TUITOJTUITAIEMIIECKast Teparusl (CTATUHBI) TP HATUYMH TI0-
Ka3aHUil K ee MPOBEICHUIO;

* paHHsIs IBUraTesbHasl U peyeBast peaduanTaLusl.

CucreMHbli TpoMOosM3Kc rtPA Obu1 mpoBeaeH 196 GOIbHBIM —
rpyrma TJIT (132 myxuunsl, 64 xeHmuHbL; 62 [55; 72] rona),
200 maumentoB ¢ MU (114 myxuuH, 86 xeHiuH; 65 [57; 76]
JieT) ObUIM BKJIFOYEHBI B TPYIITY KOHTpoJsl. BpeMst oT MoMeHTa
MOCTYIUIEHUS TTAIIEHTOB B KIIMHUKY IO Havajla IPOBEICHMUS
CHCTEMHOTO TpoMOou3yca coctaBuiio 45 [30; 65] MuH.



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust
CvCTEMHBIA TPOMBOMMSNC NPY MLLIEMUYECKOM MHCYIbTE

Taommua 1. Oomas xapakrepucTuka oocnenosanubix namuentos rpymn TJIT u kontpos
Table 1. Baseline data of the patients included in the study

Fpynna TNT / Tpynna koHTpons /
MNokasarens / Parameter Thrombolytic therapy Control group p
group (n=196) (n=200)
Bospacrt, roabl / Age, years 62 [55; 72] 65 [57; 76] 0,22*
[lons myxuyuH / Proportion of males 132 (67%) 114 (57%) 0,033**
Bpems 0T MaHuecTaumm nepebIX CUMNTOMOB 3a60NeBaHMsA
[0 rocnutanu3aumn, MuH / The time from the onset of the first symptoms 144 [115; 185] 364 [280; 525] <0,001*

of the disease to hospitalization, min
MopTun uncyneTa no knaccudmkauun HLH / Stroke subtype according to the Research Center of Neurology classification

AtepoTpomboTUyeckunin / Atherothrombotic 63 (32%) 64 (32%) 1,1%*
Kapamoam6onuyeckuin / Cardioembolic 93 (47%) 88 (44%) 0,49**
JlakyHapHbIi / Lacunar 20 (10%) 30 (15%) 0,15**

[To TNy remopeonorn4eckoil MUKPOOKKITHO3NN /
Hemorheological microoclusion type

KpunTtoreHHbiid / Cryptogenic 13 (7%) 9 (4,5%) 0,35**
OcHoBHOe cocyaucToe 3abonesanue / Primary vascular disease

7 (4%) 9 (4,5%) 0,61**

ApTepuansHas runeptensus / Arterial hypertension 180 (92%) 189 (95%) 0,29**
Atepocknepos 6paxuouedanbHbix apTepui /
Atherosclerosis of brachiocephalic arteries

CoyeTaHue apTepuanbHON rmnepTeH3vn 1 aTepockeposa
6paxmouedanbHbix aptepuid / The combination of arterial hypertension 150 (77%) 161 (81%) 0,34**
and atherosclerosis of the brachiocephalic arteries

ConyTcTByIOLIasn cepaevHo-cocyaucTas natonorusa / Concomitant cardiovascular diseases

166 (85%) 166 (83%) 0,64**

Mwemmnyeckas 6onesHb cepaua / Ischemic heart disease 135 (69%) 134 (67%) 0,69**
MocTnHMAPKTHBLIA Kapanocknepos / Postinfarction cardiosclerosis 50 (26%) 53 (27%) 0,82**
Oubpunnaums npegcepauia / Atrial fibrillation 70 (36%) 66 (33%) 0,57**
XpoHuyeckas cepAeyHas HegocTato4HocTb / Congestive heart failure 66 (34%) 67 (34%) 1,01**
CaxapHbiii gnadet 2-ro Tuna / Type 2 diabetes mellitus 37 (19%) 42 (21%) 0,59**
1N (3 mec n 6onee Jo BKNKOYEHUS B UCCNES0BaHNE) / 28 (14%) 34 (17%) 0.46**

Ischemic stroke (3 months and more before inclusion in the study)
ConyTcTByloLan comaTuyeckas natonorus / Concomitant somatic diseases

bonesHn opraHoB AblxaHus (XpOHUYEeCKas 06CTPYKTUBHAA 60/1E3Hb Nerkux,
XPOHUYECKNi 6pOHXMT, amdu3ema nerkux) / Respiratory diseases (chronic 79 (40%) 86 (43%) 0,59**
obstructive pulmonary disease, chronic bronchitis, pulmonary emphysema)

) 6 (3%)
$13BeHHas 60ne3Hb Xenyaka 1 aBeHaauatunepCcTtHON KULLIKK (B cTaanmn

0, * *
pemuccun) / Peptic gastric ulcer and duodenal ulcer (in remission) 10 (5%) 0,33

bonesHn neyeHw, XenyHoro ny3bips 1 NOLKeNyn04HON XKenesbl
(xenyHokameHHas 601e3Hb, XPOHUYECKNIA NAHKPEATUT, XPOHUHECKUIA
ANVMEHTAPHbIN renaTtuT, XPOHUYECKNIA BUPYCHbIA renarut) / 39 (20%) 44 (22%) 0,61**
Diseases of the liver, gallbladder and pancreas (cholelithiasis, chronic

pancreatitis, chronic alimentary hepatitis, chronic viral hepatitis)

BorneaHu novek n MoyeBbIx nyTeil (MoYekameHHas 6011e3Hb, XPOHUYECKNI

nuenoHedpuT, xpoHuyecknin uuctut) / Diseases of the kidneys and urinary 25 (13%) 30 (15%) 0,52**
tract (urolithiasis, chronic pyelonephritis, chronic cystitis)

bonesHn LWUTOBUAHON Xenesbl (Y310BOM 306, XDOHUHECKMIA TUPEOUANT) /

0, 0, * %
Diseases of the thyroid gland (nodular goiter, chronic thyroiditis) Bl ) U.ite

Mpumeyanne: * — kputepnit MaHHa-YuTHYU; ** — KpUTEPNI %2
Note: *Mann-Whitney test; **y? test.
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Kputepun BKIIOUCHHS B HCCIeNOBaHME Ul MAIIEHTOB
rpynnbl TJT: Bo3pact crapiuie 18 jeT, KIMHUYECKas KapTu-
Ha U, BpeMst ¢ MOMEHTA pa3BUTHS HEBPOJIOTHUESCKON CHM-
NITOMAaTUKH IO Hayayia Tepanuu MeHee 270 MUH, OTCYTCTBHE
MIPU3HAKOB BHYTPHYEPEITHOTO KPOBOMUBIUSHUS IO TaHHBIM
HeiipoBusyanu3auuu. Kpurepuy HeBKIIOUEHMs MallUEHTOB
B rpynny TJIT. npoTuBomnoka3aHus K MpoBeIeHNIO0 TPOMOO-
3uca.

CucteMHbI TpoMOoaM3UC 1tPA ObLT pOBEIEH B TEUEHUE TIEp-
BbIX 270 MUH C MOMEHTA Pa3BUTHUS HEBPOJIOTUIECKOM CHMIITO-
Mmatuku. [Ipemapar BBomwan B no3e 0,9 mr/kr, 10% Bceii 10361
BHYTPUBEHHO CTpYiiHO, 90% — BHYTPMBEHHO KamelbHO Yepe3
nepdy30p B TeUEHKE MOCHeAYIOMX 60 MUH.

Kpurepun BKIIOYeHMS B UCCIENOBAaHKE IS TTAIIEHTOB KOH-
TPOJILHOM TPYIIIBI; BO3PACT cTapiie 18 jaeT; KIMHuyeckas Kap-
tiHa MW ¢ BBIpaXkeHHOCTBIO HEBPOJOTMYECKUX HAPYIICHUI
Oonee 2 6amtoB mo mikane uHcyasra NIH; Bpems ¢ MmomeHTa
Pa3BUTHS HEBPOJIOTUYECKON CUMIITOMATHKY 0 TOCIIMTAIN3A-
LUK B CTallMOHAp MeHee 24 4 (B TOM YMCIe TAlUEeHTHI, ¥ KO-
TOPBIX HE TPEACTAaBISAETCS BO3MOXHBIM YCTAaHOBUTH BPEMsI
Hayajia MHCYNBTA); OTCYTCTBHE IIPM3HAKOB BHYTPUUEPEITHOTO
KPOBOM3IUSHUS TI0 TaHHBIM HEHpPOBU3YaIU3allMU UM BbISB-
neHHble KT- unn MPT-npusHaku uHbapKTa ro0BHOrO MO3ra
MOoJTyIIapHO# JNoKanu3anuu. Kputepun HeBKIIOUEHMS TMally-
€HTOB B TPYITITY KOHTPOJISI ObUTM aHAIOTUYHBI TAKOBBIM Y TTAIIN -
eHToB rpynmbl TJIT.

BoIpaxkeHHOCTh HEBPOJOTMYECKMX HApYLIEHUIT OLEHUBAIN
¢ moMompio mKanbl WHeyasTa NITH. ®OyHKIMOHaTBEHBI TTpo-
THO3 OLIEHMBaIM yepe3 3 Mec 1ociie uHeyabTa 1o mRS; 6iaro-
MPUSITHBIM MCXOIOM WMHCYJIBTA CYMTAIN JOCTHXKEHUE OLEHKH
2 6aJjuia ¥ MeHee.

CraTtuctiyeckyo 06paboTKy pe3ylbTaToB MPOBOIMIM C TpPH-
MeHeHueM miporpamm Statistica 10.0 u MedCale 11.5.0.0. Ins
KOJIMYECTBEHHOM OLIEHKM JAHHBIX BHIYMCISIM Meauany, 25% u

75% xsaptumu (Me [25%, 75%)). [1pu cpaBHEHMHM IPYIII ALK~
€HTOB NMPUMEHSUIM HerapaMeTpUuecKue KpUTepUU: KpUTepuii
BunkokcoHa 1S cpaBHEHUS IBYX 3aBUCHMBIX TIPU3HAKOB, KPH-
tepuiit ®puaMaHa 171 cpaBHEHM 3 1 00JIee 3aBUCUMBIX IIPU3Ha-
KOB, KpuTepuii MaHHa— YWUTHY IS CPaBHEHMS IBYX HE3aBHUCH-
MBIX TPU3HAKOB, KpuTepuii Kpackena—Yosnuca ajisi cpaBHeHuUs
3 u Oojiee He3aBUCHMBIX MPU3HAKOB. [l CpaBHEHMS YacTOT
OMHAPHOTO ITPU3HAKA B IBYX HE3aBUCHMBIX IPYIIIAX ITPOBOIUIIH
aHaIu3 TabmuIl 2X2 ¢ BbIYMCIEHMEM Kputepus y2. s BblsBie-
HUSI MApKepOB HeOTarOIPHATHOTO MCXO0IA OCTPOTO TTEPHOIA MH-
cyJbTa (o1eHkKa mo mkane mRS 3 6anna u 6osee) paccuUThHIBAIM
OTHOILIIEHNE IIAHCOB (1711 OMHAPHBIX MOKa3aTeneit). Pe3yasraTsl
CUMTAJIU CTATUCTIIECKM 3HAUMMBIMU TpH p<0,05.

Pesyabratst

[MareHTs OCHOBHOI ¥ KOHTPOJBHOUM TPYII OBUTM COTIOCTa-
BUMBI 110 IeMOTpadMIecKUM TMOKa3aTeNsiM, OCHOBHOMY COCY-
JIUCTOMY 3a00JI€BAHUIO U COMYTCTBYIOIIEH CEepIEeYHO-COCYIU-
CTOI, a TAKXKE COMAaTHIECKOI matonoruu (tadm. 1).

HeBponornueckast cuMnToMaTika y 00CIeIOBAaHHBIX TallAeH-
TOB ObLIa MpeacTaBieHa O0IIEMO3TOBOM (HapyLIeHUe YPOBHS
0OIPCTBOBAHMSI) U TIOTYIIAPHON OYaroBOM HEBPOJIOTUYECKOM
CHMIITOMATUKOM. Y TAlIMEHTOB 00EMX I'PYIIII Yallle 0TMEYaaach
WIIEMUS JIEBOTO MOJTyIIapys 00JbIroro Mosra: y 112 (57%) na-
uueHtoB rpymmsl TIT uy 115 (58%) 0G0IbHBIX TPYIIIBI KOH-
Tposist. CHUXXeHUe YPOBHS O0JPCTBOBAHUS 3apEerUCTPUPOBAHO
y TPETU MAIMEHTOB 00euX TPy (Tao. 2).

OuaroBasi HeBpoOJIOTMYECKass CUMIITOMATHKA Haubojee 4acTo
MPOSIBISIACH MMPAMUIHBIMU HapyleHusaMu. [1pu 3ToM mpe-
BaJIPOBAJIN IBUTATEIbHBIE HAPYIIEHUS B BUIE HIEHTPATBHOTO
reMHuTape3a, IeHTPaJTbHOrO MOHOIIape3a pyKy, HOrH (Taol. 2).
Yacto cTeneHb ABUTATEbHBIX HApYLIEHUI HOCTUTaga TeMu-
miernd. LeHTpabHBI Mape3 MIMIYECKOM MYCKYIAaTyphl OT-
MeyeH y OOJBbIIMHCTBA MalleHToB o0eux rpymm. He meHee
JaCTBIMK OYaroBBIMU HEBPOJIOTUUECKUME CHUMIITOMAaMK OBLTI

Ta0uua 2. O0memo3roBas u 04aroBas HeBpoJOrHYecKas cumnToMaTuka y namuentos rpymn TJIT u konTpoas

Table 2. Neurological examination data of the patients included in the study

HeBponoruyeckas cumnTomaTuka /
Neurological symptoms

CHumxeHue ypoBHs 6oapcTBoBanus / Decreased level of consciousness
Ornywexue / Obtundation

Conop / Sopor

LleHTpanbHbIin remunapes / Central hemiparesis

Femunneruns / Hemiplegia

LleHTpanbHbIil MoHONape3 pyku / Arm central monoparesis
LleHTpanbHbI MOHONape3 Horw / Leg central monoparesis

LleHTpanbHbIA Nape3 MUMUYECKOIA MyCKynaTypb! /
Central paresis of the mimic muscles

Adpasnsa / Aphasia
[usaptpus / Dysarthria

PaccTpoiictea noBepXHOCTHOM YYBCTBUTENLHOCTY /
Superficial sensitivity disorders

HapyLieHnus rny60Koii HyBCTBUTENBHOCTU, HETTIEKT-CUHAPOM /
Proprioceptive sensitivity disorders, neglect syndrome

[nasoasuratenbHble Hapywenus / Oculomotor disorders
lemuadoncus / Hemianopsia
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I'pynna TNT / Thrombolytic I'pynna KoHTpons /
therapy group (n=196) Control group (n=200) P

63 (32%) 60 (30%) 0,75
50 (26%) 51 (26%) 0,91

13 (6%) 9 (4%) 0,67
182 (93%) 184 (92%) 0,88
79 (40%) 78 (39%) 0,76

10 (5%) 13 (7%) 0,58

4 (2%) 3 (1%) 0,46
180 (92%) 188 (94%) 0,85
59 (30%) 64 (32%) 0,71
65 (33%) 67 (34%) 0,89
112 (57%) 102 (51%) 0,22
80 (41%) 76 (38%) 0,35
36 (18%) 28 (14%) 0,18
55 (28%) 62 (31%) 0,44
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Fig. 3. Stroke severity in patients included in the study

HapymieHus peud: adasus pasHOM CTeIlEHW BBIPAKEHHOCTH
1 IA3aPTPUSL.

PaccrpoiicTBa MOBEpXHOCTHOI YYBCTBUTETLHOCTH (TEMUIH-
MaJbre3usi, reMrUaHanbre3us) OTMEYaNuCh Y TI0JIOBUHBI TallK-
€HTOB (TabJ1. 2). BbIsiBIEHBI TakKe HApYLIEHUS TTyOOKOW YyB-
CTBUTENBHOCTU U HETJIEKT-CUHIPOM.

[masomBuraresibHble HapylleHus (OrpaHMYeHUE B30pa, Iape3
B30pa) M30JMPOBAHHO WM B COYETAHMU C HACUIbCTBEHHBIM
TTOBOPOTOM TOJIOBEI B CTOPOHY MOPAXXEHHOTO MOMYIIApHs OT-
Meyvaich HECKOMBKO vaile y nanueHToB rpynmsl TJIT mo cpaB-
HEHMIO C TPYIIIoif KoHTpons. [eMuaHomcus (orpaHIIECHIE IT0-
JIel 3peHusl) Yalle UMeIa MECTO y OOJIbHBIX IPYIIIIbI KOHTPOIS.

HecmoTpst Ha HEKOTOpbIE pa3inyysl B 4aCTOTE BCTPEYaEMOCTHI
HEBPOJIOTMYECKUX CHMIITOMOB, YPOBHSI CTATUCTMYECKON 3Ha-
YUMOCTH OHM He NOCTUIIH (TabJ1. 2).

BrIpaxkeHHOCTh HEBPOJNOTMUCCKHUX HAPYIICHUN TPH TIOCTYII-
JICHUH Y TIAIIMEHTOB OCHOBHOM TPYIIIEI cocTaBmia 15 [10; 18]
0anoB mo mkane uHcyasra NIH, y G0MbHBIX KOHTPOJBHOM
rpynmsl — 14 [10; 16] 6amnos (p=0,85).

B o6eux rpynnax npesanupoBaiu nauueHTtsl ¢ UM cpenneii -
xectu u TsokensiM U (puc. 3). Taxensiit U u MU cpenneit
CTEMEHM TSKECTU COCTaBJISUIM OOJIBIIYIO YaCTh GOJBHBIX C aTe-
poTpoMOOTHUYECKUM M Kapanosmbomnyeckum MU, UU cpen-

CvCTeMHbI TPOMBONM3UC NP VLLIEMUYECKOM UHCYIIbTE

Ipynna koHTpona /
Control group 22 o 2o
21-ecyr/Day 21
Tpynna TNT/ 32 35 16
Thrombolytic therapy group
Ipynna koHTpona /
Control group 20 26 Qe A0 £
3 mec/ 3 months .
_ ToynnaTIT/ RPN 35 26 8 23
Thrombolytic therapy group

0% 20%  40% 60%  80% 100%

Bl mRSO mRS 2 mRS 4 TNetanbHbiit ncxog / Death
H mRS1 Bl mRS3 B mRS5
HocTnxenue 21-e cyt/ 3 mec /
thyHKUMOHANLHOr O Day 21 3 months
ucxona / Achievement ) )
of functional outcome OR 95% CI P OR 95% CI P
mRS<1 6anna/ 1,71 1,82
points (1,11-2,65) 0.02 (1,18-2,8) 0.007
mRS<2 6anna / 1,69 1,88
points (139-253) 2009 (10609 0002
JleTanbHbIi ucxon / 0,59 0,65
Death (0,31-1,15) 0.12 (0,37-1,15) 0.14
Puc. 4. OHAJBHBII MCXOJ (O1eHKA o MRS) y 00c/1e10BAHHbIX NAIIH-

€HTOB Ha 21-€ cyT 1 yepe3 3 Mec NmocJie HHCYIBTA

Fig. 4. Functional outcome (mRS) 21 days and 3 months after a stroke in
patients included in the study

Hell CTeTIeHM TSIKECTH MPeBaIMPOBAIl TAKXKe CPEIM TAllEHTOB
C MHCYJILTOM T10 TUITY TeMOPEOJOrHYeCKOi MUKPOOKKIIIO3UU U
kpunroreHHeIM UM, BOnbliiast yacTh OOJIBHBIX C JTaKYHAPHBIM
WU 6bina npencrasneHa nauueHTamu c ierkum M.

B obeux rpynmax Ha oHe MPOBEACHHOTO JIEYCHUST OTMEUeHA
TOJIOKUTETbHAS TUHAMUKA, BBIpaXKaBINasics B YMEHBIICHUN
BBIPAXEHHOCTH HEBPOJOTMYECKUX HAPYLICHUH, OLIEHEHHBIX
no 1mkajie uHcyasra NIH (ta6a. 3). B rpynne TJIT HeBposio-
TMYECKHE CUMIITOMBI PETpecCUPOBAIM B OOJIBINEH CTEIIEHH I10
CPaBHEHMIO ¢ OOJIbHBIMU IPYIIIbI KOHTPOJISA, TEM HE MEHee He
JOCTUTHYB YPOBHSI CTATUCTMYECKU IOCTOBEPHBIX pa3IITIMid
K 21-M cyTkam uHcyneTa (p=0,06).

Tao6mmumna 3. /InHamMAKa BHIPAKEHHOCTH HEBPOJOTHIECKHX Hapymenuii mo mkaje uacyasta NIH y o0ciieoBaHHbIX NAIEHTOB

Table 3. Dynamics of the NIH Stroke Scale scores in patients included in the study

OueHka no wkane uicynbta NIH, 6annbi / NIH stroke scale score

pynna / Group npu nocTynnexuu /
on admission

TNT / Thrombolytic therapy group (n=196) 15[10; 18]

Kontpons / Control group (7=200) 14 [10; 16]

Mpumeyanne: *p<0,05 N0 CpaBHEHNIO C NOKA3aTeNEM NpK NOCTYNNEHNN (KpUTepuii BUnkokcoHa).

Note: *p<0,05 compared to admission (Wilcoxon test).

yepe3 24 4/ Ha 7-10-e cyT / Ha 21-e cyT /
after 24 h day 7-10 day 21
11 [7; 15] 81[4;13] 6[2;10]*
12 [9; 15] 10 [7;13] 9[6; 12]*
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CYJIBTA Y 00C/Ie/IOBAHHBIX NIALMEHTOB MPH Pa3MIHbIX moxrunax NI

Fig. 5. Functional outcome (mRS) 3 months after a stroke depending on a
stroke subtype in patients included in the study

[Mpumenenue TJIT ynydmano GpyHKUMOHANBHBIA TIPOTHO3 TSI
0O0JIbHBIX 110 CPABHEHMIO C COTMOCTaBUMBIMU IO JeMorpacbuye-
CKMM ¥ KIIMHUYECKAM XapaKTepPUCTUKAM TTaIleHTaMH, TIOJy-
YUBIIMMHU CTaHAAPTHYIO Tepanuio (puc. 4, 5). CiemyeTr Takke
MOMYEPKHYTh, uTo poBeaeHue TJIT He BMusIO Ha OKa3aTeau
TOCIIUTATBHOM JIETATEHOCTH B TIEpBBIe 21 CYT MHCYINIBTA, a TaK-
3Ke JIeTAJIbHOCTU B TepBble 3 Mec nocie MU,

[Marorenernyeckuit montun MU, BbISIBIEHHBII 0 pe3y/bTaTaM
J1ab0PaTOPHO-MHCTPYMEHTATBHBIX METOIOB 00C/IeIOBAHNS, He
OB CBsI3aH ¢ 3 PeKTUBHOCTHIO 1 6e3omacHocThio TJIT. y ma-
IIMEHTOB C aTepPOTPOMOOTHYECKUM M KapAUO3IMOOIUYECKUM
MOATHIIAMA MHCYIBTa (QYHKIIMOHAIBHEIHA 1porHo3 nocie TIT
ob11 conoctaBUMbIM. Buimonnenue TJIT y 601bHBIX ¢ MaTbIMU
TTYOMHHBIMU MH(ApKTaMU TOJIOBHOTO MO3Ta TaKXKe aCCOIMHU-
POBAHO ¢ JYILIMM (DYHKIIMOHATBHBIM UCXOIOM IT0 CPABHEHUIO
CO CTaHJAPTHOW Tepanue.

JI7151 BBISIBJIEHMSI MAPKEPOB HEOIaronpusITHOTO MPOrHo3a (oIeH-
Ka 1o mkane mRS 3 Oania u Gosee), a TakKKe JETATBHOTO UC-
xona Ha ¢one TJIT Hamu TIpoBe/ieH pacyeT OTHOLIEHMUS [IAHCOB
(OR) KIMHUYECKUX XapaKTEPUCTHK TAIIMEHTOB (OMpeaensieMbIx
B paMKax olleHKH mikajiel NIH), a Takke KITMHMKO-aHAMHECTH-
YECKUX XapaKTepUCTUK 00CIeNOBaHHBIX O0OJbHBIX. CHKEHHUE
yposHst 6oapctBoBanust (OR 2,2 (1,1-5,6), p=0,03), Hamnuue
acha3uy BHE 3aBUCUMOCTH OT CTereHu ee BhipaxkeHHocTH (OR
2,5 (1,1-6,3), p=0,04), a taxxe remurzerus (OR 2,4 (1,1-5,3),
p=0,03) accounrpoBaHbl ¢ HEOJArOMPUSITHHIM TIPOTHO30M 3a-
6onesanus nocne TJT. Bombiuas BepoSTHOCTL HACTYTIICHMS Jie-
TaJIbHOTO MCX0a OTMEYEHA Y MAlMEHTOB CO CHIKEHUEM YPOBHS
oonpcrBoBanust (OR 3,1 (1,1-8,8), p=0,03), rnazonpuraresb-
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HBIMM HapylieHusMu (mape3oM B3opa) (OR 6,8 (2,2-20,9),
p<0,001) u remurmierueii (OR 6,5 (2,0-21,4, p=0,002).

OrmpeneneHbl  KIMHUKO-aHAMHECTUUECKUE XapaKTePUCTUKU
naieHToB ¢ MM B mepBble Yachl €ro pa3BUTHUS, aCCOLMUPO-
BaHHBIC C HEOJAroNpHMATHBIM IIPOTHO30M 3a00JIeBaHUS IIO-
cne TIT. XpoHuueckas cepaeuHasi HegoctaTouHocTh (OR 2,2
(1,1-5,6), p=0,03), caxapubiii nuabet 2-ro Tuma (OR 2,5 (1,1—
6,3), p=0,04), a Takke mocTUHMAPKTHHIA Kapauockiepos (OR
2,4 (1,1-5,3), p=0,03) cBsi3aHbI ¢ TSKETBIM (HYHKIIMOHATEHBIM
MIPOTHO30M (OLIgHKA 10 MOAM(DULIMPOBaHHOI HiKane PaHkuHa
3—5 GajtoB yepe3 3 Mec Mmocjie MHCYIbTa). bOnmbluas BeposT-
HOCTb HACTYIUICHMS JIETATbHOTO MCXOMa OTMEeYeHa Y MalueH-
TOB C XpOHMYECKOH cepaeuHoii HemoctaTroyHocThio (OR 2,4
(1,1-5,3), p=0,03).

O0cyxneHue

Pesynbratel Hamieil paboThl MOATBEPXKAAIOT 3(PHEKTUBHOCTD
CUCTEMHOTO TpOMOOJIM3KUCa ¢ UCTIOJIb30BaHKEM ItPA B mepBhIe
270 muH pa3uTust octporo MU Ha penpe3eHTaTUBHOI BHIOOD-
K€ MaIeHTOB. BriepBrie omnpeneneHbl KIMHIYECKHe (B paMKax
mkansl NIH) v knuHuko-aHaMHecTHYeCK1e TIPEAUKTOPBI (-
dextusHoCcTH TJIT.

TpagMIIMOHHO BBIIEISIOT HECKOIBKO (DaKTOPOB, OIPEIEIISIO-
X 3¢dOEKTUBHOCTh BHYTPUBEHHON (DUOPUMHONUTUYECKOIM
Tepanuu rtPA (momuMo mpoBeneHUs] TPOMOOJIM3KMCA CTPOro
B paMKax CYIIECTBYIOIINX IIPOTOKOJIOB).

@axmop epemenu. boree paHHee HaYaI0 BHYTPUBEHHOTO (bu-
OpuHONM3Kca 00YCIOBIMBAET OOIBIIYIO €ro 3(h(MEKTUBHOCTD U
0€30MacHOCTh, JEMOHCTPUPYET MAaKCUMAIBHYIO BEPOSTHOCTH
0JIaromnpUsITHOrO0 KIMHUYECKOro ucxoga (oumeHka mo mRS
0—1 6a11 uepe3 3 Mec mocie uHcybTa) npu Havase TJIT B mep-
Bble 1—2 U ¢ ITOCTETIEHHBIM €€ YMEHBIICHNEM K 3aBEePIICHUIO
OKHa TepaneBTUYECKIX BO3MOXHOCTEN [6, 26—28].

Buipaxcennocmo Hesponoeuveckoi cumnmomamuru. BeposT-
HOCTb JOCTUXEHUS MOJOXUTENbHOTO 3 dheKTa CUCTEMHOTO
TpoMOOJIM3KCa, TI0 TaHHBIM MOCIEAHET0 METaaHaI13a, BhIIIE
y manueHToB ¢ oueHKoi o mkane NIHSS no 10 6annos u
16—21 6am1. Bmecte ¢ TeM 6osblias BEIpaXKEHHOCTb HEBPOJIO-
TMYECKO} CUMIITOMATHKY He nckimodaer nposeaenus TIT [6].

Bospacm nayuenmoes. CucteMHEHII TpoMOOIH3UC 3 DeKTHBHEE
y mauueHToB Mojioxe 75 et [29, 30], onHako Oosee ctapiuuit
BO3pacT TaKXKe He SBISCTCS OTPaHMYCHHEM K €ro IPOBeIe-
Hu1o [6, 27, 31], Ho TpeOyeT OoJtee TIATEILHOIO B3BEIIMBAHUS
MOTEHIMATBHBIX PHUCKOB (MPEXAe BCETO TeMOPParmdecKux
OCJIOKHEHUIN).

Obsem u nokanuzayus mpomoa. TIpoTsKeHHBIE, CIOXHBIE TI0 CO-
CTaBy TpOMOBI MHTpaKpaHUAIbHBIX apTepUil MEHee MOoABepKe-
Hbl peKaHaau3auuu [32] mpu BHYTPUBEHHOM HCIMOIb30BaHUU
(bubpuHONMMTHKA. JIeCTBUTENIBHO, BEPOSTHOCTD YCIICIIHOTO
BOCCTaHOBJICHMS KPOBOTOKA B OKKITt03upoBaHHON CMA B cer-
MeHTe M2 (110 MHEHMIO Pa3HBIX aBTOPOB, BapbupyeT ot 30,8%
[33] mo 77% [34]) cylecTBEHHO BbILIE, YeM BEPOSTHOCTb PeKa-
Hanuzauun BCA (ot 4% [33] mo 35% [34]). Beanuuna tpomoa
B MHTpakpaHuaibHoi yacti BCA mnu mpokcumansHoMm (M1)
cermeHTe CMA 0Gosiee 8§ MM CBOZAT BEPOSTHOCTD YCIEIIHOTO
BOCCTAaHOBJICHHS UX MPOCBETa Ha ()OHE CHCTEMHOTO TPOMOO-
qusuca rtPA K Hymio, ofHaKo P MPOTSDKEHHOCTHM Tpomoba
2 MM ¥ MeHee IIaHCHI YCTIEITHON peKaHaTU3aluy MPEBBIIIAI0T
90% [35].
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Xapaxmep mpomba. CBeX1e «KpacHBIe» TPOMOBI, COCTOSIIINE U3
ceTeit pubpuHa, 6oee YyBCTBUTEIbHHI K JEHCTBHIO TPOMOOIH -
THKOB, YTO TIONTBEPKIACTCS OBICTPHIM M YCIICIIHBIM JTH3HCOM
BEHO3HBIX TPOMOOB 110 CPABHEHUIO C apTepUaTbHBIMHU, T TIpe-
obnagaT MOphoJOruIecKu «Oesbie» TpOMOBI. B To e Bpemst
IIpu OOJNBIIOM COfepXKAHUKM (PUOpUHOreHA W JUITHALOB TPOMO
Gonee ycToiumB K u3ucy [36]. OmHaKo Ha CeTOTHAIIHIIA TeHb
HE CYIIEeCTBYeT HU YIBTPa3BYKOBHIX, HY HEPOBU3YaIN3aIOH-
HBIX CIIOCOOOB OBICTPOI MPUXKU3HEHHOM JMAaTHOCTUKHY COCTaBa
TpoMOa, BBI3BABIIIETO OKKJTIO3MIO0 MHTPAKpaHUAbHBIX apTEPUii.
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METOIOM pernepdy3uu y TIaTebHO OTOOPaHHBIX TTALIMEHTOB B
nepBble 270 MuH . AnexBaTHbI aHATU3 HEBPOJIOTUYECKOI
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MunotoHunuyeckast ZUCTpOPUSL:
F€HETUKA U TTOJUMOPPU3M
KJIMHNYECKUX MTPOABIICHUN

E.O. Usanoea', A.H. Mockauenko!, E.IO. ®enorosa’, C.A. Kypoaros?, C.H. Mnnapromxun'

IQIbHY «Hayunbiii uenmp nesponoeuu», Mockea, Poccus;
24Y3 BO «Boponexcciuii 001acmHoil KAuHuecKuii KOHCYAbMamugHo-0uacrocmuseckutl yenmpy, Boporexc, Poccus

Muomonuueckas ducmpous — vaubonee uacmas HacaedcmeerHas Gopma MoiueuHol Qucmpopuu y 83pocavix. 3abonesanue Xapaxmepusyemes npoepeccupyio-
WUM PUROM MEHeHUS, AYMOCOMHO-00MUHAHMHBIM HACACO0BAHUEM U MYALIMUCUCIEMHBIM NOPANCEHUEM (CKefemHble Mbiuilbl, MUOKAPO, SHOOKPUHHAS cUCmeMa,
0peat 3peHus u 0p.). B cmamve paccmMampusaromes KAuHu4eckue RposeaeHus MUOMoHu4ecKol ducmpoduu 1-e0 u 2-20 munos, a maxoice aHaAU3UpyIOmcs 2exe-
muteckue achekmbl U cogpemMenHble n00X00bl K QuaeHocmuke Muomonuseckoii ducmpoguu. Tpedcmasaeno cobecmeerHoe Kaunuueckoe Habaioderue 3a001e8anus
6 ceMbe, JeMOHCMpUpYiouiee pedkoe coYemarue MUOMOHUecKol oucmpopuu 1-20 muna, cupuHeoMueauy U nPOKCUMAAbHOL MblideyHoll caabocmu, a maxace
Ha2ASO0HbLI nPUMED (DeHOMEHA AHMULUNAUUI.

KmoueBbie caoBa: muomonuueckasn 0ucmpodmﬂ, muonamus, MyabmucuCmemHoe nopaxcenue, 3KCNAHCus MUKpocamesiumHuuvlx noemopos,
anmuyunauyus, CupuHeomuenus.
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TpOoQUs: TEHETUKA U TIONUMOP(PU3M KIMHUUECKUX MPOSIBICHUI. AHHAAb KAUHUYecKoU U dKcnepumenmanvroii Heeposoeuu 2019; 13(1):
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Myotonic dystrophy: genetics
and clinical polymorphism

Ekaterina O. Ivanova', Anna N. Moskalenko', Ekaterina Yu. Fedotova', Sergey A. Kurbatov?, Sergey N. Illarioshkin'
'Research Center of Neurology, Moscow, Russia; *Voronezh Regional Clinical Diagnostic Center, Voronezh, Russia

Myotonic dystrophy is the most common form of hereditary progressive muscular dystrophy in adults. The disorder is characterized by progressive course, autosomal
dominant inheritance and multisystem involvement (skeletal muscles, myocardium, endocrine system, eyes, etc.). The paper highlights a huge heterogeneity of
clinical manifestations of myotonic type I and type 2, and reviews genetic aspects and current approaches to the diagnosis of myotonic dystrophy. We present our
own clinical observation of myotonic dystrophy in a family, which demonstrates a rare combination of a classical form of myotonic dystrophy type 1, syringomyelia
and proximal muscle weakness, and provides an classical example of the phenomenon of anticipation.

Keywords: myotonic dystrophy, myopathy, multisystem involvement, microsatellite expansion, anticipation, syringomyelia.
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Bsenenue U CHCTEM — HauboJiee 4acTo HapylleHUe CEpIeYHON MPOBOIM-

MOCTHU UM PUTMA, PAaHHIOIO KaTapakTy U S3HIOKPUHHBIE HApYyIIIe-
Muotonuyeckas muctpodus (manee M, YTO COOTBETCTBYET Hud [1]. D10 camas yactas reHeTuyeckas (Gopma MbILICYHOI
MIPUHSITOMY B aHTJIOSI3bIYHOM JUTepaType cokpaieHuio DM — JUCTPO(UY y B3POCIBIX, C KOTOPOU TIPUXOAUTCST CTATKUBATHCS
Dystrophia myotonica), TpaIMIIMOHHO paccMmaTpvBaeMas B B KJIMHUYECKOW TPAKTUKE KaXIOMy HEBPOJOrY Ha DYTHMHHOM
CMEKTPE MPOTPECCUPYIOLIMX MBILMIEYHBIX AUCTPOQUIA, Mpea- npueme. BmecTe ¢ TeM BbIpakeHHas! KJIMHUYECKas TeTepOreH-
CTaBJIsIeT cO0OM KJIMHUYECKHM TETePOreHHOE MYJIBTUCUCTEMHOE HOCTb U (DeHOTUTINYECKOE MEPEKPHITHE C IIMPOKUM CIEKTPOM
3a00/1eBaHUE, OCHOBHbIE KIMHAYECKUE MPOSBICHUSI KOTOPOTO HACNECTBEHHBIX U IPUOOPETEHHBIX 3200/1€BaHUIA HEPEIKO CITy-
BKJII0YAIOT HE TOJIbKO MUOTOHUIO U TIPOTPECCUPYIOLIYIO MBIILIEY- KUAT TIPUYUHON OTCPOYKM B YCTAHOBJIEHUM BEPHOTO IMArHO3a
HYIO IUCTPOGUIO, HO U MATOJIOTHIO CO CTOPOHBI APYTHX OPTraHOB Y Ha3HAYEeHWH a[IeKBaTHOTO 00CIeNOBaHMS U JICUCHUSI.
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JIM uMeeT pa3Hyl0 YacTOTY IPEACTaBICHHOCTH B Pa3HbBIX MO-
MyISUsX ¢ HamOonbllei vactoToir B ceBepHOil IlIBenuu,
Kgeoeke (Kanana) u backonuu (Mcnanus). CpenHsist yacto-
Ta BcTpevyaemoctu coctapiseT 1:8000 venosek [1]. Boigenstor
JIM 1-to tuna u JIM 2-ro tuna (IM1 u JIM2 cooTBeTCTBEH-
Ho). IM1 (OMIM#160900), wmu 6one3np Poccommo—ITITeii-
Hepra—barrena, BmepBbie Obiia omucana .M. Poccomumo
B 1901 &. B 1909 r. H. Steinert u EE Batten nanu 6onee moa-
POOHOE OIMMCaHMe KIMHMYECKON KapTHHH 3a0o0s1eBaHus. Jle-
Xauuii B ocHoBe pa3Butusi JIM1 reHetnueckuit qedekr ObL1
oTKpHIT B 1992 . JIByMS romamMu o3 iHee ObUTO OMTMCAHO aHAJI0-
TMYHOE MYJIBTUCUCTEMHOE 3a00JIeBaHIE, XapaKTepU3YIOIIEeecs
MBILIEYHOH cnaboCcThlo, Mpeobagaiouiell B MPOKCUMAaTbHBIX
OTIeTaX KOHEYHOCTEH, M KaTapaKToi, HO 0e3 medeKra reHa,
oTBevaroniero 3a paspute [IIM1. JlaHHoe 3a0oneBaHue MOJY-
YIJI0 Ha3BaHUE MPOKCHMAIBHONM MUOTOHMYECKON MUOIIATHU
(PROMM, proximal myotonic myopathy), Wi MMOTOHUYE-
ckoit muctpoduu 2 Tuma (AM2) (OMIM#602668) [2].

Tenemuxa u Moaexyasapuoti namozenes
ducmpoghuneckoli Muomonuu

O6a 32001€BaHMSI XapaKTePU3YIOTCS HATMYMEM TUHAMUYECKOM
MYTallul — HeCTAOMIBHOM SKCITAHCUM MUKPOCATEIUINTHBIX HY-
KJIEOTHIHBIX ITOBTOPOB, M ayTOCOMHO-IOMWHAHTHBIM TUIIOM
HACJeIOBAHUSL.

IMI obycnoBieHa AMHaMUUYECKON MyTallMedl B réHe MMOTO-
HMHNpPOTeMHKMHA3bl DMPK, 10Kaau30BaHHOM Ha IJUHHOM
miede 19-it xpomocomsel (19q13.3). Myrtauusi mpeactaBisieT
co6oit skcrmancuio CTG-TprUHYKJIEOTHIHOTO TIOBTOpA B 3’-He-
TpaHCIUPYEeMOI, HO TPAaHCKpUOUpyeMoii 001acTy reHa [3].

Boinenstor 4 dopmer JIM1: BpoxneHHyio, 10BeHWIbHY0, M
B3pocibix (knaccuueckyro IMI1) u IM ¢ mo3aHuM ne6roToM
(mo3maror0 JIM1). Kak u mpy MHOTMX Ipyrux 3ab0jeBaHUSIX,
CBSI3aHHBIX C HECTAOMJIbHOM SKCMAHCUEH MOBTOPOB, B Cydyae
JIMI cy1iecTByeT B3aMMOCBSI3b MEXIY TEHOTUIOM U (DEHOTH-
TIOM, 3aKJIIoyaloIasacs B TOM, YTO HauboJiee IIMHHbIE 3KCIIaH-
CUM acCOLIMUPOBaHbI ¢ HauboJjiee paHHUM NebTOM U Oolee
TSDKEJIBIM TeUCHIEM 00JIC3HMU.

Y 3noposoro uenoseka konmdectBo CTG-mOBTOpOB Bapbupy-
et ot 5 1o 37. DMPK-annens, conepxauuii ot 38 no 50 CTG-
TIOBTOPOB, TTOJTYY/J HAa3BaHUE MTpeMyTaHTHOTO ayutens. [1pu ta-
KOM MaJloM pa3Mepe 9KCMaHCHU 3a00/eBaHie He Pa3BUBAETCs,
OJIHAKO BO3PACTAET HECTAOMIIBHOCTD C TEHACHIMEN K 06pa3o-
BAHUIO TTOJTHOM MyTallMM B CJIEAYIOIIEM ITOKOJIEHUH, OCOOEHHO
TP OTLIOBCKOIA nmepenaye. Dxcnancuu pasmepom 51—100 CTG-
TIOBTOPOB HA3bIBAIOTCS TIPOTOMYTAIMSIMU U OOHAPYXUBAIOTCS Y
MaLKEeHTOB ¢ Mo3aHel popmoit IM 1 1o rnpu 6ecCUMITOMHOM
TeueHUu Oone3nu [4]. s MalMeHTOB ¢ KJIacCUYecKoii (op-
Moii JIMI xapakTepeH Iupokuii quamazoH kommdectBa CTG-
noBropoB — TpumepHo ot 100 mo 1000 (B cpentem 650 moB-
TOpOB), TOTAAa KakK MAIMEHThl C BPOXAEHHOW U IOBEHUIIb-
Hoii ¢opmamu IM1 umerot 6onee 1000 moBTOpoB (B cpeaHeM
1200 noBtopos) [5]. nsa JAIM1 xapakTepeH (heHOMEH aHTULIUIIA-
LUK — yTsoKeneHue (peHoTumna 3aboneBaHus U 6oiee paHHU BO3-
pacT 1edroTa B KaKIOM CJIeIyroIeM MOKOJIEHUH, 3aBUCSIIUI OT
T0JTa POAUTENST, TIEPENAIONIETO MYTAIMIO, U OT Pa3Mepa IKCTaH-
cuu. [Ipemyrauust u nporomytauuss DMPK Hacnenyorcs cra-
OunbHO WM ¢ HebombIM yBenuyeHreM uncia CTG-ToBTopoB
B TeYEHUE HECKOIBKUX TMTOKOJIEHUIA, €CIH Tiepeaya MPOUCXOAUT
o MatepuHckoi tuHuu. [pu nepenaye mpemyrauuu DM PK mio
MYXCKOW JIMHUK HaOIiofiaeTcsl TOBBIILIEHHASI HECTAOUIIBHOCTD
CTG-noBTOpOB B CTOPOHY PACUIMPEHUS, 3a4acTylO0 BILIOTh JO
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BO3HUKHOBEHMS MOTHOM MyTarmu (drcio CTG-moBropos >80),
B TO BpeMsl KaK IIPOTOMYTAIMsI IIOYTH BCEeraa MPUBOIUT K 00JIb-
IIOMY YBEJIMYEHUIO YMCTIA TPUHYKJIEOTUIHBIX MOBTOPOB. [lon-
HBbIC MYTallUM XapaKTePHU3YIOTCS BBICOKON HECTaOMJIbHOCTBHIO
NP HACJIEIOBAHUU OT 0OOUX TOJIOB C TEHAEHIIMEN K OOIbIIEMY
YBEJIMUCHUIO pa3Mepa 3KCITaHCUM TIPY HACNIeIOBAHUM OT MaTe-
pu. Cnyvau Tsokenoit BpoxkaeHHo M1 mpakTuyecku Bceraa
HaOTIONAIOTCS TIPY HACNEIOBAHUY OONIE3HU OT MATepU U JIWIIb
KpaliHe peaiko — oT ot1a [5].

JIM2 obycnoBneHa akcrnaHcueii HectadbunbHoro CCTG-moB-
Topa B | MHTPOHE reHa, TOKATM30BaHHOTO Ha KOPOTKOM TIjiede
3 xpomocomnl (3g21) 1 KomUpYIOIIero 00K, CBS3BIBAIOLIMIA
HYKJIEMHOBYIO KUCIoTy — nucleic acid-binding protein, CNBP
(paHee m3BeCTHbIM Kak Oenok zinc finger 9, ZNF9) [2]. Y 310-
poBoro yenoBeka KonuuectBo CCTG-moBTOPOB He MpeBhILIaeT
26, TIOJTHOM MyTalu cooTBeTcTBYeT OT 75 10 11 000 moBTOpPOB
(B cpemnem ~5000), a Tak Ha3bIBaGMOM «Cepoil 30He» — 27—
74 oBTOpPOB [4,6]. OcobeHHOCThIO IM?2 SIBNISIETCSI OTCYTCTBHE
3aBHCUMOCTH MEXIY TSLKECTBIO TIPOSIBICHUI M BO3PACTOM Ha-
yaJia 3a00JeBaHMsI U JUIMHOM 3KCMAHCUU, a TAKXe OTCYTCTBUE
BpoXaeHHO! (opmbl Oose3HU. AHTUIMNAnUs npu M2 He
BbIpaXkeHa M, HalpOTUB, YacTO HaOmomaercs (eHOMEH «00-
paTHOI aHTHLIMTIALIMN» — YMEHBIIEHNE YUCTIa TIOBTOPOB TIPU
repegade MyTaluy CleayroleMy MOKoJaeHuIo [7].

IMpu oboux Tmax JM mwHaMHUYecKas MyTamusl JeMOHCTPH-
pyeT HeCTaOWIbHOCTh HE TOJBKO B TaMETOIeHe3e, HO U IIPU
JeJICHUH COMATUIECKHX KJIETOK, UTO JIEKUT B OCHOBE COMATH-
YeCKOro MO3auliM3Ma, HApacTaloIero Ha IPOTSLKEHUM BCEi
KM3HN MHIWBHAYYMa. Mo3anIu3M MMeeT MeCTO KakK B pas-
JIMYHBIX TKAHSIX, TAK U B KJIETKaX ogHOM TKanu. Hampumep,
y B3pocjoro nauueHTa ¢ JIM1 B Ki1eTKax CKeJeTHBIX U cepey-
HOM MBIIIII pa3Mep SKCITAHCHY TPEBHIIIAET TAKOBOM B KIIETKAX
KpoBH B 2—13 pa3, a HaMMEHbILIME IKCITAHCUU 00HAPYKMBAIOT-
cs1 Bo (hpOHTaNbHOM KOpe U Tanamyce [5].

HecMoTps Ha BhlllIeONMCaHHbIE TEHETUYECKUE Pa3IN4Msl, MO-
JIEKYJISIpHBIN nmartoreHe3 odeux gopm IIM Bo MHOroMm o0t
M COCTOMT B mpuodbpereHun MyraHTHOi PHK Tokcuueckmx
cBoiictB. Ilatomornyeckuii TPaHCKPUNT MMeET M3MEHEHHYIO
CTPYKTYpy M 00Opa3yeT arperatsl B SIpe KJICTKHM — TaK Ha3bl-
BaecMble PUOOHYKJIEApHbIE BKIIIOUEHMS. DTH BKJIIOYEHMS CBSI-
3BIBAIOTCS C OEIKaMM-PEryIsSITOpaMy CIUIAMCHHTA — OeITKaMU
cemeiictrea MBNL u npyrumu PHK-cBssbiBaronumu ax-
TOpaMH, 9TO MPUBOIUT K HAPYLICHUIO (PYHKINHN 3TUX OEIKOB
[8]. B cBolo ouepens nameHeHue craiicunra npe-MPK MHo-
KecTBa Pa3IMYHBIX T€HOB JIEXUT B OCHOBE MOJMCUCTEMHOTO
nopaxenus mpu JAM [9]. Cxoxue MexaHM3MBI TIOBPEKICHUS
PHK moryT 00yc10BIMBaTh CXOACTBO MYJIBTUCUCTEMHOM KIU-
HUYecKoii cumnroMaTku JIM1 u JIM2.

Kaunuueckue nposieaenus

Kimanaeckue mposieienus [IM mpenctapieHbl MBIIICUHBIMA
(MuomaTHsI, MUOTOHISI, MUAJITHS) ¥ BHEMBIIICYHBIMU CHMIITO-
MaMH, Cpely KOTOPBIX MPEBATMPYIOT HAPYIIEHHUSI CO CTOPOHBI
opraHa 3peHust (Katapakrta), KapIuajibHble W SHIOKPUHHBIC
paccTpoiicTBa, a Takxke HapyueHus co croponbl IIHC. Bonee
JETATbHO MBIIICYHBIE ¥ BHEMBIIIEUHBIC TIPOSBICHHUS TUCTPO-
(hrYecKMX MUOTOHMIA OYIyT pacCMOTpeHBI HIDKe. Y MalueH-
ToB ¢ JIMI HaGmonaeTcsi yMeHblIEHUE MPOAOIKUTEIbHOCTU
KU3HH — CPEIHSAS IPOMOIKUTEIBHOCTh KM3HM COCTABISICT
53 roma, a cMEpTHOCTh IPUMEPHO B 7,3 pasa BhIllIe, YeM B CO-
OTBETCTBYIOLIEN Bo3pacTHoii rpymnme. [Tpu JIM?2 mponomxku-
TeJIbHOCTh XMU3HM MPaKTHYeCKu He cTpamaeT. B mexom M2
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XapakTepu3yercs 0ojee MATKMMM IPOSIBICHUSIMM U Oolee
MO3THUM BO3pacTOM Je0I0Ta, YaCTOi BCTPEYaeMOCThIO M He-
PEeIKUM TOMUHHPOBAaHHEM 00JIEBOTO CHHApPOMA (B BUIEC MHU-
aIrMM WIW HallOMMHAIoUIero (puOpoMUaTuio), HepeaKuM
OTCYTCTBHEM MUOTOHUU IPH KIMHUIECCKOM OCMOTpPE M Heli-
poU3MONIOTNYECKOM UcclaenoBaHnuu. B cBa3u ¢ atum M2
YacTO OCTAeTCS HEAMAaTHOCTUPOBAHHOM.

OcHoBHBIe KIMHMYecKre ocobeHHoct AM1 u JIM2 npen-
CTaBJIeHHI B Ta0I. 1.

IMpu OIM1 kaxnaas u3 ¢GopM — OT BPOXAECHHOW A0 TO3A-
Hell — UMeeT CBOM 0COOCHHOCTH, TIPeCTaBIeHHBIC B Ta0I. 2
[10—13]. O6mast 3aKOHOMEPHOCTh COCTOUT B TOM, YTO (POPMBI
¢ 6onee IMHHBIMK SKCIAHCUSIMI U PaHHUM A€OI0TOM IIpO-
TEKAloT B 1IEJIOM TsKeNee, ueM mo3gHue hopmbl. Bmecte ¢ Tem

Taomuna 1. Knuanyeckue ocooennoctu JIM
Table 1. Clinical manifestations of DM

Knunnyeckue npusHakm /

MuoToHudeckas aucTpodust

MPSMOI KOPPEJIALNU MEXIY TCHOTUIIOM M (DEHOTHUIIOM HET,
1 BHYTpM Kiaccuuyeckoit ¢opmbl IM1 y OoTAeNbHO B3SITOTO
MalMeHTa HeBO3MOXHO IMpeackasaTh (PeHOTUI 3a00IeBaHUS
10 KOJIMYECTBY MOBTOPOB. MMeHHO moatomy nipu IM1 He pe-
KoMmeHzmoBaH nofacuet yncia CTG-TIOBTOPOB ¢ IPOTHOCTHYE-
CKOW LEJIBIO.

Mblmeynbie CHMIOTOMBI

Mboimeunas caabocmp SBISCTCS OTHMM M3 HambojIee 4acTo
BCTpevaromuxcs cumntomoB nipu JAM [14, 15]. Jns mauu-
eHroB ¢ JIM1 XapakTepHbl MPEeUMYIIECTBEHHO AMCTANbHAS
MbIIIIEYHAs c1a00CTh ¥ aTpoduK ¢ IepBOOYEPeIHBIM BOBJIE-
YeHWEeM B TIATOJOTMUYECKWIA ITpollecC CTUOaTeNeil MajbleB,
crubaTeneii 3amsicThs M pasrubarencit crombl. IlopaxeHue
MOC/eHeH TPYIIbl MBIIIL MPUBOIUT K TOBUCAHUIO CTOIBI

AM1 / DIt M2 / DM2

Clinical features
Kntoyesble npu3Haku / Core symptoms

OyeBnaHa npu pa3BuUTMK 3a6051EBAHNA
y B3pocsbix / Apparent in adult-onset cases

KnnHN4YecKu BbIpaXKeHHass MUOTOHNS /
Clinical myotonia

AMT-npu3Hakun MUOTOHUN /

Electrical myotonia

[MpucyTcTByeT meHee 4em B 50% cnyyaes /
Present in less than 50% of cases

+ +-

MpuBoanT K MHBaNMAn3aumn ao 30-50 net /
Leads to disability before the age of 30-50
years

Karapakra / Cataract + +H—
MbiweyHble npossnenus / Muscle symptoms

KnuHuyeckm BoipaxeHa nocne 50-70 net /

LR QUEOEE § LIIKIDE Ve Clinically apparent after the age of 5070 years

CnabocTb MUMUYECKIX 1 XKeBaTEMNbHbIX MbILLL, /
Weakness of facial and masticatory muscles

CnabocTb 6ynb6apHOIi Fpynmbl MbiLwL /
Bulbar muscles weakness

CnabocTb ApbIXaTenbHbIX MbILUL, /

Bcerna npucytcteyet / Always present 06b14HO oTcyTeTBYET / Usually absent

MosaHee passuTme / Late onset OtcytcTByet / Absent

Mo3gHee passutue / Late onset

Respiratory muscles weakness

CnabocTb B ANCTaNbHbIX OTAENAX KOHEYHOCTEN /
Distal muscles weakness

Cna6ocTb B NPOKCMManbHbIX
0TAeNnax KOHeYHOCTel /
Proximal muscles weakness

Cna6ocTb rpyanMHO-KNHYNYHO-COCLIEBUAHON
Mbliwwubl / Weakness of sternocleidomastoid
muscle

Muanrus / Muscle pain

[Mpeo6napaet / Predominates

MoxeT oTcyTCTBOBaTH/NIErKasA CTENEHb
BbIP@XXEHHOCTY (pa3BuBaeTcs
Ha No3JHen ctagum) /
May be absent or mild (develops late)

Kpaiine pefko / Hardly ever

Pepnko (B rny6okux cru6arensx nanbLes) /
Rare (in deep flexors of fingers)

OCHOBHas NPUYNHA UHBANNAN3ALMN NALMEHTOB
(pa3BuBaeTcs Ha paHHeil ctagum) /
The main cause of disability (develops early)

+-

bonee 4em y 50% nauueHToB /
More than 50% of patients

BHembiwweyHble npossnennsa / Associated manifestations

MoBengHYeCcKMe U3MeHeHMs /
Behavioral changes
KorHuTuBHbIE HapyLueHns /
Cognitive impairment
KapaunansHble nposisneHus /
Cardiac manifestations
OHJOKPUHHbIE HapyLLeHns /
Endocrine dysfunction

Y 60NbLUNHCTBA NALNEHTOB /
In majority of cases
OT nerkoin 4o BbIPQXXEHHOW CTeneHu /
Mild to severe

OTCYTCTBYIOT UNK NETKO BbIPAXEHbI /
Absent or mild

OTCYTCTBYIOT UK NETKO BbIPAXEHbI /
Absent or mild

+-

+—-
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Ta6muna 2. Knuangeckue ocodeHHocTH pas3amunbix (opm JIM1
Table 2. Clinical findings in different forms of DM1

Yucno
CTG-noBTOpOB /
CTG-repeat size

Ne6ior /
Age of onset

dopma /
Clinical form

KnuHuyeckue npu3Haku, 0C06EHHOCTH TeYeHUs 3abonesanms /

Clinical features

* CHWXEHWe ABUraTeNlbHON akTUBHOCTU NN0Ja, BEHTPUKYOMEranus,
MHOroBOMeE, NpexaeBpemeHHble pofbl / decreased fetal motor activity,
ventriculomegaly, polyhydramnios, preterm labor;

» [bIXaTeNbHas HeA0CTAaTOYHOCTb / respiratory failure;

« 3aTpyaHeHue npu kopmnenuu / difficulty feeding;

* KpaHuodauuanbHble aHOManun: KOHUYECKUA NoAB0POA0K, FOTUYECKOE HEO,

AHTeHaTanbHbINA
BpoxaeHHas /

nHBepcus n V-o6pasHas opma BepxHeil rybbl; 4acTo apTporpunos u/unu
KoconanocTb / craniofacial abnormalities: conical chin, Gothic palate, inversion
and V-shaped upper lip; often arthrogryposis and/or clubfoot;

« 3a/lepXxKa neuxuyeckoro passutus, GOBI, aytuctuydeckoe nosefeHue /

intellectual disability, ADHD, autistic behavior;
« «JIByX(ha3Hoe» Te4eHne 3a60NeBaHNS: PErpecc HeoHaTaNbHbIX CUMMTOMOB
Y BbDKMBLUMX HOBOPOXAEHHbIX /10 NOSBNEHUS CUMMTOMOB, XapaKTepPHbIX
ans s3pocnoit hopmsl IM1 no mepe B3pocnenns / “biphasic” course of the
disease: regression of neonatal symptoms in surviving newborns before the
onset of symptoms characteristic of the adult form of DM1
» KOTHUTUBHbIE U MOBeAEHYeCKMe HapyLieHus / cognitive and behavioral impairment;
e MPUCOELMHEHNE MUOTOHMM Ha 60Nee NO3AHUX CPOKAX (Ha 2-M AeCATUNETUM)

C BbICTPbIM NPOrPECCUPOBAHUEM MbILLEYHOI 1 HEMbILLEYHON NaToAOrUK,
XapakTepHbIX 418 NALMEHTOB C Knaccuyeckoit chopmoii M1 / development of

myotonia in the later stages (in the 2nd decade) with the rapid progression of

muscular and non-muscular manifestations typical for classical form of DM1
e MbILLIEYHbIE CUMNTOMbI (MPOrpeccupyoLLas MblleqHas cnabocTb 1 arpodmu,

MuoToHuUs) / muscle symptoms (progressive muscle weakness and atrophy,

myotonia);
BHEMBbILLIEYHbIE CUMNTOMbI (KaTapakTa, HapyLLeHne Cepie4Hoi NpoBOANMOCTY

1 pUTMA, 3HJOKPUHHbIE 3a6onesanus u ap.) / non-muscle symptoms (cataract,
impaired cardiac conduction and rhythm, endocrine disorders, etc.)

. >1000 nepuog /
Congenital Antenatal period
}OBeHl_Aanaﬂ / 51000 1-10 net/

Juvenile 1-10 years

Knaccuyeckas / 20-40 net/

Classic 100-1000 20-40 years .
2070 net (Hanbonee o

Mo3aHss / 50-100 yacto nocne 50 ner) /

Late-onset 20-70 years (most often

after 50 years)

M YacThIM MaJeHMSIM U, KaK CIeICTBUE, TMOJYyYeHUIO TPaBM
[15, 16]. Kpome Toro, opaxarorcs MPakTHIECKU BCe KpaHH-
anbHble MBI C1abocTh U aTpoGust MUMUYECKUX MBILII]
1 TITO3 BEK MPUAAIOT JIUITY BEIPaKEHUE YCTANTOCTH, TPYCTH WIH
0€33MOLMOHANTBHOCTHY («MUOTIaTUYECKOe JT110»). [Ipu BhIpa-
>KEHHOM ¢/1a00CTH KPYroBOM MBIIILIBI [J1a3a MOXET OTMEYaTh-
cs1 marodTanbM, 9TO TIOBBIINACT PUCK Pa3BUTHS PEIMINBHU-
pymoiero KoHblOHKTUBUTA. C1abocTh U aTpodusi BUCOUHOIA,
KeBaTeNbHON M OpOhapUHTEATBHBIX MBIIII 00YCIOBIMBAIOT
pPa3BUTHE HEYETKOCTH PeYM, Ha30J1aIMU, IPpoOJIeM C KeBaHU-
eM u riaotaHueM. CnabocTh AbIXaTeIbHBIX MbILIL Pa3BUBAETCS
y 3HAUUTEJbHOrO KoJuuyecTBa nauueHToB ¢ IM1 Ha paHHe#
CTaauu 3a00eBaHUSI U MOXET CTaTh MPUUMHOM XPOHUYECKOM
IBIXaTeIbHON HEMOCTATOUHOCTH. PacmpocTpaHeHHOCTD IbIXa-
TeJbHOU HemocTaTouHoCTH Tipu IM 1 ToYHO Heu3BecTHa, Mo-
CKOJIbKY CHUMIITOMBI HOYHOM TUTOBCHTUISLIUU IICPEKPHIBA-
I0TCS TUITUYHBIMU HEHPOICUXOJOTMYECKUMHU CUMIITOMAMM,
TaKMMHU KaK yCTaloCTh, JTHEBHASl COHJIMBOCTb M HapyllleHUE
KOHLIEHTpauuu BHUMaHus [17]. JIpixaTenbHass HeZOCTATOY-
HOCTb Hapsily ¢ KapAMaJbHOI MaTOJOTrUel SIBISETCS] OCHOB-
HOI IPUYMHON CHIDKCHUS BRKIBAEMOCTH MTAIIEHTOB ¢ 1M,
MO3TOMY HeobOX0onuMa paHHsIS AUATHOCTHKA 3TUX COCTOSTHUIA.
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MbILLIEYHbIE CUMMTOMbI CNab0/yMePEHHO BbIpaXEHbI IM60 OTCYTCTBYIOT /
muscle symptoms mild/moderate or absent;

BHEMbILLEYHbIE CUMMTOMbI (HaLLe BCEro, KatapakTta, )POHTaNbHOE 06J1bICEHNE) /
non-muscle symptoms (most commonly, cataracts, frontal baldness)

ITpu JIM2 MbilieuHbie aTpoGuu MeHee BBIPAXEHBI, C1ab0CTb
OTMEYAeTCsl TPEUMYIIECTBEHHO B MBIIIIIAX MTPOKCHUMAIbHBIX
OTIEJIOB KOHEYHOCTE! M TYJOBMIIA, OMHAKO B MaTOJOTMYE-
CKHI TIPOIIECC MOTYT PaHO BOBJIEKATHCS M MBIl KHCTH
(rmybokuii crubaTenb majiblieB M MbIIIbl I manbua) [14, 15].
[MpenmymiecTBeHHOE TOpakeHWe IPOKCHMATbHBIX MBIIIIII
MOATBEPXIAIOT TaHHbIE MAarHUTHO-PE30HAHCHOW TOMOTIpa-
¢unm (MPT) Mpimii, BbISBASIONIEH pPaHHIOW AUCTPOGDUIO
MBIIIIIBI, BBITPSIMISIONICH TTO3BOHOYHMK, U OOJBLION SITO-
auyHoi Mblnbl [18]. JInuesast u abixaTeabHass MycKyJaTypa
€CJTM ¥ BOBJIEKAETCS B TIATOIOTHMUECKMIA TIPOIIECC, TO CTpagaeT
B MUHMMAJIbHOI CTEMEeHM, YTO MOXET IMOMOYb mpu Audde-
peHuuanbHoi auarHoctuke ¢ AMI [15].

Muomonus KIMHIYECKU TIPOSIBIISETCS HEBO3MOXHOCTBIO He-
ME[UIEHHOTO pacciabieHuss MBILILBI [TOCIE €€ COKpalleHMs.
[py TTIOBTOPHBIX OMHOTUITHBIX MBILIEYHBIX COKPAIEHUSX Ha-
OomaeTcsl YMEHBIIEHNE BRIPAKEHHOCTH MHOTOHUN — (PEHO-
MeH BpabathiBaHus [1]. B ocHOBe maToreHe3a MUOTOHUM JIEXUT
HapylIeHNe CUHXPOHHOM pa0OTHl XJIOPHBIX KaHAJIOB BCIE-
creue HapymreHus crutaiicuara PHK rena CLCNI (reH 6enka
MBIIIEYHBIX XJIOPHBIX KAHAJIOB), YTO IPUBOIMT K YCTONUMBOIA
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nenonspu3aimy MeMopansl Muoduoput [19]. Ilpu ocmotpe
MalyeHTa Haubosee 4acTo MMOTOHUYECKU I (heHOMEH BbISIBIISI-
€TCS1 B MBILILIAX IUCTAIbHBIX OTIEI0B PYK, KeBATEIbHBIX MbIILI -
L[aX U SI3bIKe — KaK MpPU BBHITIOJHEHUH MAIIIEHTOM IBKECHUIA,
TaK U MPH MEPKYCCUU MBILILL.

Muaaeus nanbonee xapakrepHa st JIM2, HO MOXeT MPUCYT-
CTBOBATh M B KiIMHUYecKoi KaptuHe JIM1. XKano6sr Ha mud-
(y3Hy10 00Jb B MbILILAX NPEAbBIsAET 0KoMo 60% OOJIbHBIX
JIM?2. WHTeHCUBHOCTh 60U B OOJBIIMHCTBE CIYyYaeB UMEET
yMmepeHHblit xapaktep. [IpoBouumpytomumu daktopamu He-
PEKO CyKaT GU3nIecKue Harpy3Ku 1 Xonof. [l HEKOTOphIX
MalxeHTOB 00JIeBOI1 CUHIPOM SIBJISIETCSI OCHOBHOM MPUYMHOM
CHIKEHMSI Ka4eCTBa XKU3HHU, 0COOEHHO MpY HeAhhEeKTUBHOCTH
MPUHIMAEMBIX aHAJTBIeTHUECKUX mpemapaToB. [latodusnono-
TMYECKMI MEXaHU3M, JIeXall1ii B OCHOBe MUairuu mnpu JAM2,
OKOHYaTeJIbHO He siceH [15, 20].

Buembimeynbie NPOABJICHUA

Cepoue. XapakTepHbie A5t JIM u3MeHeHUsI CO CTOPOHBI Cepii-
1Ia MOXHO YCJIOBHO Pa3IeMTh Ha 3 TPYIIIBL HapyIIeHHS Ipo-
BOAMMOCTH, HAapyLLEHUS PUTMA CEPALA U APYTMe HapyLIECHUS.
IMpu IM1 BbiSIBI€Ha B3aUMOCBS3b MEXIY YUCIOM KOMMIA
CTG-noBTOpPOB U PUCKOM PAa3BUTHSI TSKENOW KapAMalbHOM
MaToJIOTHU, a TaKXKe CPOoKaMu ee Bo3HUKHOBeHMsI [21]. He3Ha-
YWTEIbHO BEIpAXeHHBIE, 110 JaHHBIM DKI, HapymeHus mpoBo-
JIUMOCTH B BUjie YAJMHeHUs uHTepBaaoB PR u QRS 3ayactyio
MIPUCYTCTBYIOT yXe B ie6roTe JIM 1, a Takke Mpy aCUMITOMHBIX
(opmax 3aboneBaHus. B ganbHeiilieM OHM MOTYT Iporpec-
CHPOBaTh, KIMHUYECKU TPOSIBISISICH ONBIIIKON, T'OJOBOKPY-
>KEHHEM, CHKOMIAJIbHBIMUA COCTOSHUSIMU M JaXe pa3BUTHEM
BHe3amHo# cepaeuHoit cmeptu [21, 22]. HambGonee pacmpo-
CTpaHeHHBIMM HapyIIeHUAME putMa rmpu IM 1 sBistioTcs Haz-
KeJTyIOYKOBBIE TAXUAPUTMUU, B OCOOEHHOCTY (PUOPMIISILIMS
W TpereTaHue mpeacepauii. XKemymoukoBble apuTMHUM BCTpe-
yarorcs pexe [21]. Oubpumauus npeacepanii 1 HapyleHue
MIPOBOIMMOCTH MUOKapna, 1o naHHbM DKI, ciyxat nmporHo-
CTUYCCKUMH (DaKTOpaMM pHCKa BHE3aIHOM cMmeptH mpu JAM
[23]. CepneuHo-cocyaucTbie HapylIeH!s y MauydeHToB ¢ JIM?2
BO3HHMKAIOT pexXe, 9eM y MamueHToB ¢ M1, XOTa TOYHBIC Ya-
CTOTA U CTETIEHb BOBJIECUYEHMS CEP/LIA B MATONIOINYECKUIA IIPO-
necc npu AM?2 HeuzBecTHsI [24]. TTpu IM?2 onucaHbl ciydau
KapAMOMHUOIATUN — KaK KTMHUYECKH BBIPAXXEHHOM, TaK 1 Oec-
CYMIITOMHOM, a TaKXe IUjIaTalus KaMep cepaia ¢ yMepeHHOU
rumnepTpodueii 1eBoro xemyaouka [25].

Opean 3penus. JIng JIM cnenmduyHO pa3BUTHE KaTapakKThl B
BUJIE 3aIHETO CYOKATICYISIPHOTO MTOMYTHEHHUS XpyCTaIlKa Y Ma-
1eHToB Mojtoxe 50 neT [26]. Pexe BCTpeyaroTcs peTHMHOMNATHS,
TUCTPOGUS CETIATKU M OPYIUe IOPAXCHUS OPTaHOB 3PCHMS.
ITo yactote u Tuny Karapakthl JIM2 He oTnuaetcs ot JAM1 [7].

Indokpunnasn cucmema. Y naiyeHToB ¢ 1M MoxeT HaOM0oaTh-
¢S HapylIeHWe (PYHKIIMU ITUTOBUTHON KeJIe3bl, TIOMKeTyI0d-
HOI Kee3bl, TUIOTaIaMyca, TTOJIOBBIX XKeJie3 1, TI0 MOCIeAHUM
JTaHHBIM, TApallUTOBUAHBIX Kele3. IlepBUUHBIN TMIIOTOHA-
JIU3M pacrpocTpaHeH Y MyxXuMH ¢ JIM1 u, B MeHbllel cTene-
HH, ¢ JIM2. DT0 cOCTOSHME MOXKET MPOSIBISATHCS APEKTUIBHOIA
IMCGhYHKIMEH, HU3KUM YPOBHEM TECTOCTEPOHA, aTpodueit
SIMYEK, KOTopas Hapsmy ¢ aTpodueil CeMEHHBIX KaHaJblIeB
MPUBOAUT K Oecrutoauto. becruioaue MoxXeT BO3HUKATh U Yy Ma-
LIMEHTOB ¢ 6eCCUMNTOMHBIM TeueHueM JIM. ¥ XeH1uH yacto
BCTPEYAIOTCSl MPUBBIYHOE HEBbIHALIMBAHKE OEPEMEHHOCTH U
HapyIIeHUs] MEHCTpYyaJdbHOro IMKiIa. CaXapHBI IuabeT IpH
JIM BcTpeyaeTcs yaiie, yeM B oomieit nomyasauuu [27, 28]. s
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nanueHToB ¢ JIM xapakrepHo HapyiueHue criaicuHra MPHK
UHCYJIMHOBBIX PELENTOPOB, YTO OOYCIOBAMBAET MX MHCYJIU-
HOPE3UCTEHTHOCTh M MIPUBOIUT K BTOPUYHO pa3BUBAIOLICHCS
TUTEPUHCYIMHEMUU. B cBOIO ovepenb 0XupeHUe BCIEACTBME
TUTIONMHAMMY YBEIWYMBAET PUCK DPa3BUTUS auabera [29].
B uccnenosanuu E. Passeri u coasr. y 18% matuentos ¢ M
ObLT 0OHApYXXeH BTOPMYHBIIN THIIEpIIapaTupeo3 Ha (hoHe HU3-
KOTO YpOBHS 25-rHapokcuBUTaMrHa D Ipy HOpMabHOM KOH-
LEHTPaLUK KaJbLusl CbIBOPOTKU KposH [30].

Ilenmpaavnaa nepenas cucmema (IIHC). Bopneuenue ITHC
nipu JIM BriepBbie ObLIO0 OTMEUEHO Y MALIMEHTOB C BPOXKAECHHOIA
1 10BeHWJIbHOM opMamu IM1 B cuiy Oojiee 3HAYUTETBHOIM
BBIPAXXEHHOCTU Y HUX KOTHUTMBHOW muchyHKuMM. Y meteii
1 TIompocTKOB ¢ JIM1 ommcaHbl yMepeHHAsT WM TSDKeas yM-
CTBEHHa$! OTCTAJIOCTb, 33/IEPKKa PEUEBOTO PA3BUTUSI, A€DULIUT
3PUTETbHO-KOHCTPYKTUBHEIX HABBIKOB, HEe(MUIMT BHUMAHUS
U TUIIEPaKTUBHOCTh, PACCTPOICTBA ayTUCTHMIECKOTO CIEKTpa,
Mpo0JIeMbl ¢ KOMMYHHKAIIMEH ¥ COLWaIbHas Je3adanTalivis
[31-34]. HeobxomuMo OTMETUTH, YTO Y MAIIIEHTOB C BPOX-
JIEHHOH ¥ 10BeHUIbHOM hopmoit JIM1 nepBbIM KIMHUYECKUM
TIPOSIBIIEHNEM OOJIE3HN MOTYT OBITh KOTHUTHBHBIE (3PUTEIb-
HO-TIPOCTPAHCTBEHHBIC HAPYILICHUS, CHIKEHME WHMIIAATHB-
HOCTH, araTtysi, HEBO3MOXHOCTb TIIAHUPOBAHUS M TIPUHSTUS
PEIICHUH, TPYIHOCTU ¢ OOYYEHHEM) WM TICUXMIECKUE CHM-
NTOMBI (HapyllleHHe COLMAIbHOIO B3aUMOJENCTBMS CO CBEp-
CTHHMKaMMU). ¥ MallMEHTOB C «KJ1accuueckoi» hopmoit JIM mpo-
SIBJICHUSI HEeHPOTICHXOJIOTMYECKOro neduiura Bapuabe bHbI.
VY Hux yacto HabIofaeTCd U3MEHEHME JIMYHOCTH B BUJIE CHU-
KEHUSI KPUTUKU K CBOEMY COCTOSTHHIO, allaTHsl U yMEpeHHbIE
KOTHUTHBHBIE HapyiieHus [10, 21, 22]. [ToMUMO KOTHUTUBHBIX
1 TIOBeIEHYSCKHX HapymieHui mpu M1 9acTo oTMedaroTcs
YTOMJISIEMOCTbD, Ype3MepHas JHEBHASA COHJIMBOCTb, TPYAHOCTUA
KOHIICHTpAIINY BHUMAHWS, pacCTPOMCTBA CHA (TIepUOIIMIEeCKIE
JBIXEHWS HOT, HapymieHus: moeneHus B REM-cdase cHa),
CMHJIPOM HOYHOTO alTHO3. MATKHE CUMITOMBI KOTHUTUBHBIX 1
MOBEIECHYCCKMX HAPYIICHUI TaKKe IPHUCYTCTBYIOT Y MallMeH-
ToB ¢ JIM2. B yacTHOCTH, y 3TUX MAlIMEHTOB OOHAPYXMBAIOTCS
HapyLIEHUS] 3pUTEIBHO-IIPOCTPAHCTBEHHBIX W HMCIONHUTEIIh-
HBIX (DYHKIIMIA, CHMXKEHME BHUMAHUS ¥ THOKOCTU MBIILICHUS,
3aMKHYTOCTb, HEOOLIUTEIBHOCTD U Aenpeccust [335].

Ilepughepuueckasn nepsnasn cucmema. CylecTByIOT HEKOTOPbIE
pa3HOTIACHsI OTHOCHUTEIBHO TOTO, SBJISICTCS JIM TOJIMHEHPO-
naTusl OTHeJbHbBIM cUMITOMOM JIM WM HOCUT BTOPMYHBIiA
XapakTep U BbI3BaHA META0OIMYECKMMHU M SHIOKPUHHBIMU
HapYIIEHUSAMHU, XAPAKTEPHBIMU IJIS JAHHOTO 3a00JI€BaHUA
(caxapHbIil TMa0eT, TUMEPTPUTIUIIEPUAEMUS, TUTIepIIapaTy-
peo3s). CormacHo ucciemoanuio S. Peric u coaBrt., Hamboee
pacipocTpaHEHHBIM TUIIOM Tepudepuieckoii monuHeipomna-
MU y ateHToB ¢ JIM1 (57% mauueHTOB) sIBseTCS IeMue-
JIMTHU3MPYIOIIasl MOJIMHENpONaTus ¢ MPEUMYLIECTBEHHO MO-
TOPHBIMU TIposiBleHUsIMU [36]. B nccnemosanuu L. Leonardis
y 6onbHBIX ¢ IM2 mpeobnagan akCOHATBHBIM TUI TOJINHEH-
POTIaTHU ¢ MOTOPHBIMU U CEHCOPHBIMU TposiBIIeHUSIMH (29%
nanueHToB) [37].

Keayoouno-xumeunovui mpaxm. Haubonee pacripocTpaHeHHbI-
MM CUMIITOMAMU TUCGHYHKLIUM XeJTyI04HO-KUIIEYHOTO TPAaKTa
y manuenToB ¢ IM1 sBnsiiotcs 60mb B XuBote (55% manmeH-
toB), nucarus (45%), peota (35%), XpoHUYECKasH MU SIIU30-
mrdeckas quapest (33%) u Henepxanue kana (30%). Hepenko
OTMEYAETCS MOBBIILIEHNE YPOBHS OMOXMMMYECKMX IOKA3aTe-
Jieit GyHKIMY NIeYeH): alaH|H- 1 acliapTaTaMMHOTpaHchepa3s,
y-TIyTaMunTpaHcdepassl U 1meaoyHoi Gocdatassl. [ToBbiiie-
HA 4acTOTa Pa3BUTHsI XOJEIUTHA3a, YTO, BEPOSTHO, SIBISETCS
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CIIE[ICTBUEM BOBJICUECHUS B ATOJOTMYECKUI TIPOLIECC [IAIKHIX
MBIILIL XeTYHOro my3bips [38, 39].

Koxca u ee npudamru. BoneueHue B MaToNIOrMYeCcKUii MpoLiecc
KOXHU U ee TPUAAaTKOB y marueHToB ¢ JIM1 omucaHo HeMHO-
TMMHU aBTOpaMM M BKJIIOYAeT B ceOs B OCHOBHOM aHIPOIEH-
HYIO aJIoNelnio 1 nuiomMatpukcoMy. HemaBHee rccienoBaHme
A. Campanati 1 COaBT. 10KA3aJ10, 4TO [10 CPABHEHUIO C TPYIIION
KOHTpOJIs y nmanueHToB ¢ JIM1 yvaie Habmoganuch GoJIMKy-
JISIPHBIN TUTIEpKepaTo3, (PMOPOMBI, JIOKATBbHBIA THIIEPTUAPO3,
paHHSSl aHApOTe€HHAs ajoIelys, TOYeUHbe YIIyOJeHUs Ha
HOTTEBBIX TJIACTMHAX, CEOOPEWHBIN AepMaTUT, TPUXOKUHE3 1
JIoKajbHas runepnurmenTtanus [40, 41].

Jpyeue cucmemnvie npossaenus. CoracHO TaHHBIM SITUIEMHO-
JIOTMYecKuX uccnenoBanuii, M1 accolupoBaHa ¢ yBeIMYeHu-
€M pHCKa Pa3BUTHS OITyXOJIel IIMTOBUIHOM XeJle3bl, TIMIHUKOB,
toncroit xumiku, sHmoMeTpusi, IIHC u a3 (xopuommanbHas
MenaHoMa) [42, 43]. TTomumo 3toro IIM1 cBsi3aHa ¢ MeTabou-
YeCKVMH HapYIIeHUSIMHU, BKIIOYAIONIIMMHM ITOBBIICHHBIN YpoO-
BEHb XOJIECTEpUHA M TUIEPTPUNIMLEPUAEMIIO. Y MalUeHTOB
¢ IM1 ypoBeHb CHIBOPOTOYHOI KPEaTUHKUHA3bl MOXET OBITh
CIIeTKa MOBBIIIEHHBIM, HO YacTO ObIBAaeT HOPMAJIbHBIM IIpHU Oec-
CHMIITOMHOM TeueHMU 3aboieBaHus1. Takke y YacTv MaIjueHToB
BBISIBJIEHO CHIKEHME YPOBHS MMMyHoOTI00yMHa G [28].

Ilo maHHBIM HemaBHero mcciemoBaHusi, y 60% obcienoBaH-
HBIX ManueHToB ¢ JIM2 Habmonanoch ciaboe Ui yMepeHHOEe
HapylleHue ciyxa. Y OOJbLUIMHCTBA U3 3TUX MallMEHTOB OblLTa
IMATHOCTHPOBAHA HEMPOCEHCOPHAsT TYTOYXOCTh, KOTOpas MO-
KeT OBbITh paclieHeHa KaK paHHUI NpecOraKy3uc (Bo3pacTHast
moteps ciyxa) [44]. AHaTOTIYHBIE OCOOCHHOCTH HApYIICHHS
Cllyxa Take OMUcaHbl B HEKOTOPBIX MCCIEN0BAaHMSX MaLlUeH-
ToB ¢ JAIMI1.

WncTpymenTanbhas u jabopatopHas auarnoctuka 1M

OkoHuarenbHO auarHo3 1M ycTaHaBiaMBaeTcs Ha OCHOBAaHUU
pe3yJIbTaToOB reHeTUYecKoro aHanu3a. K 1omnoiHuTenbHbIM Me-
TOJaM TUArHOCTUKU OTHOCATCS saekTpomuorpadus (OMI),
MPT ronoBHOro Mo3ra 1 MBbIIILL, MBILIEYHAsS OUOTICHS U T1ab0-
PaTOPHBIE METO/TBI UCCIIENOBAHMS KPOBH.

Tenemuueckaa ouaznocmura. 1N TMOATBEPXKICHUS MYTallUK
UCTIOB3YIOT MOoJMMepasHylo LenHyto peakuuto (ITLIP) wu
Cayzepu-6motr. TpexmpaitmepHas I1L[P mo3BossieT BBISIBUTDH
HOPMaJIbHOE KOJMYECTBO MOBTOPOB, 3KCMAHCHUIO B TeTEpPO- U
TOMO3HUTOTHOM COCTOSIHMHU. JIaHHBI MeTon SIBNISICTCS Kaue-
CTBeHHBIM. [IJ1s1 orpeneieH|sl TOYHOTO YKC/Ia TIOBTOPOB MPU-
Mensietcst Cay3epH-0JI0T.

Jlabopamopnvie noxaszameau. YpoBeHb CHIBOPOTOYHOHN Kpea-
THUHKMHA3bl MOXET ObITh CIIErKa IOBBILICHHBIM 0oliee YeM y
70% nauyenTtos ¢ JIM1.

IMT sBnsieTcsl OCHOBHBIM METOIOM, MO3BOJISIOIINM BBISIBUTD
3NIEKTPMYECKYI0 HECTAOMIBHOCTh MBIIIEYHBIX BOJIOKOH JaXe
TP OTCYTCTBUU SIBHBIX KJIMHUYECKUX IIPOSIBICHUN MHOTO-
Huu. Uronpyatas OMI mosBonsieT 3aMKCUpOBaTh MaTOJO-
TMYECKYI0 BO3OYIMMOCT MEMOpPAHBI MBIIICYHBIX BOJOKOH B
BUJIE XapaKTEePHBIX MMOTOHMYECKUX pa3psiaoB (MP) Bbicokoii
yactoThl (20-150 Tir) ¢ maneHueM aMIUTUTYAbI U YaCTOTHI CO-
CTaBJISIONIMX pa3psia nmoteHimanos [45]. [Ipu mpociymuBaHum
MP BBISIBIISIETCS XapaKTEePHBIN 3BYK «ITUKUPYIOIIETO O60MOap-
IMPOBIIMKa». MP SBIAIOTCS 0OIMIaTHBIM TUATHOCTUYCCKUM
npusHakoM [IM 1 oOHapyXuBalOTCs axe Y KIMHUIECKH MH-
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TaKTHBIX HocUTeNel npuanHHoi mytaumu. [pu IM2 MP yna-
eTcst 00HapyXuTh B 50% (a MHOTA ¥ MEHbIIIE) UCCIEA0BAHHbIX
MBI [46].

MPT 201061020 Mmo3ea. OnvcaHHbIE B JUTEpaType JaHHbIE,
nonydyeHHble pu MPT rojoBHOro mosra mauueHtoB ¢ JAM,
BKJTIOUAOT ITMPOKMUI CITEKTP aHOMAJIMIA, HAYMHAs OT THTICPHH-
TEHCHBHBIX 0YaroB B O€JIOM BEINECTBE OOJBIINX ITOMYLIApUil
M 3aKaHYWBasl IreHepaJnM30BaHHON 1liepeOpaibHOil aTpodueii.
IMpu IM1 usmeHeHuss MP-curHana ot Geforo BemiecTsa ro-
JIOBHOTO MO3Ta TIPEACTABICHbI CYOKOPTUKAIbHBIMU U, B MEHb-
IIeil CTereHu, MEepUBEHTPUKY/ISIPHO PACTONOXEHHBIMU OYa-
raMy TMITepMHTEHCUBHOTO curHaia B pexumax T2 m FLAIR.
Ouaru JJoKanu3yloTCs MPEUMYLIECTBEHHO B JIOOHOM, BUCOYHOM
U TeMEHHOM HOJSIX. [MIIepMHTEHCMBHOCTh OENOTO BEIIeCTBa
nepeaHero otaena (Mojoca) BUCOUHOM NOJIM SIBISIETCS OTHO-
CUTENbHO crenu@uyHbIM npusHakoM M1 u mpucytcTByeT
MPUOIM3UTENBHO Y OMHOM TPETH maiueHToB. [TomuMo rumep-
MHTEHCHUBHBIX 04aroB B OEJIOM BEIIeCTBE OTMEYAIOTCS TeHepa-
JIM30BaHHas IiepeOpanbHast aTpodus OT YMEPSHHOU 0 TKe-
JION CTeNeHM, pPaclIMpeHue MepUBACKYISPHBIX MPOCTPAHCTB
BupxoBa—PobuHa, aunaraims XenyTo4koB TOJTOBHOTO MO3ra
1 TOOHBIN rurepocTos [47, 48]. I1pu BoKCceT0pueHTUPOBAHHOIM
MopdoMeTpur Y manueHToB ¢ IM BBISIBIEHO YMEHbIIEHUE
o0beMa ceporo BellecTBa JOOHOM, BUCOUHOM, TEMEHHOM 1 3a-
TBUIOYHOM J0JIel, a TakKe Mo3xeuka [47].

MPT moimy. B uccnenosanuu C. Kornblum u coaBT. y nmaiu-
eHtoB ¢ JIM1 Habmoganach yacTasd M paHHSS JereHepalus
MEIMATbHBIX TOJOBOK MKPOHOXHBIX MBI, KaMOaJIOBUIHBIX
MBIIIL, MeAUAIbHbIX MKUPOKUX MbIL Oeapa. [Tpu JIM2 vame
MOPAXaTMCh MBIIIIIA, BRIIPSIMIIIONIAsS TO3BOHOYHUK, 1 00JIh-
11ag ssroaryHasg Mbinina [ 18, 49].

Mboumeunas Ouoncus SIBISETCS BCIIOMOTaTeIbHBIM METOIOM
auarHoctuku JIM. B mopakeHHBIX MblLILIaX HAOMI0IAI0TCS He-
crierduIecKie MUOTIaTUYeCKIEe N3MEHEHMS, TAKME KaK N3Me-
HEeHMe pa3Mepa MbIILIEYHbIX BOJOKOH, YBETMYEHHBIE LIEHTPab-
HO pacIoIoXeHHBIe Sapa, HGudpo3, Kupopoe 3aMenieHue. s
JIM xapakTepHO HaJIMYKe SIEPHBIX IIBI00K, HE TUITMYHBIX UIS
JPYTUX MbIIIEYHBIX auctpoduit. ¥ manuentos ¢ AM1 o6bu-
HO HabmogaeTcs MpeuMyLIeCTBeHHas aTpousl BOJIOKOH 1-To
TUMa (MELIEHHO COKpallarolirecs KpacHble BOJOKHA), B TO
BpeMs KaK y areHToB ¢ JIM2 ipeobiamaet aTpodusl BOJIOKOH
2-ro Tuna (6sICTpO cokpaliatoiuecs oesbie BosokHa) [S0].

Knunmueckuii caayyait

B kavecTBe MIIOCTpaALIMM K pPACCMOTPEHHBIM BbILIE KIMHUKO-
T€HETUYECKUM O0COOEHHOCTSIM [IM mnpuBOaUM COOCTBEHHOE
HaboieHre KiuHdeckoro ciayvast IM1 B cembe (y MaTepu 1
JI0Uepn).

Tayuenmra /1., 28 net, mocTynuia B 5-¢ HEBPOJIOTUYECKOE OT-
nenenne ®I'BHY «HayuHblit IeHTp HEBPOIOTHI» ¢ HATIPaBH-
TENbHBIM [UarHo3oM: «[Iporpeccupyomasi MHOr004YaroBast
neiikosHuedanonartus». [Ipenpsasiasiia xano0bl Ha c1aboCTh
B pyKax U HOTaX, ObICTPYIO YTOMJISIEMOCTb, MEPUOAUYECKUE
TOJIOBHBIE 0OJM CTPENSIONIETO XapakTepa B JIEBO BUCOYHOM
00JacTi, CHUXEHUE aMSITU Ha TEKYIIUE U OTIANCHHBIE COOBI-
THSI, CHYXXEHUE OCTPOTHI 3pEHUSL.

W3 anamuesa HacTosiero 3a00jieBaHKs U3BECTHO, YTO MAl-
€HTKa C JIETCKOTO BO3pacTa HabJIooaeTcsl Y HEBPOJIOTa 110 Mo~
Boy oprannueckoro nmopaxenus LIHC (mocnenctsust pomoBoii
TpaBMbI, TiepuHaTajibHas sHuUedanonatus). Co cIoB Mare-
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Puc. 1. MPT rojosHoro Mo3ra nanuentku /1. (A — pexum T2; B — pe-
xum T1; C — pexxum FLAIR)

CHUMKHM JIeMOHCTPUPYIOT OYaroBble M3MEHEHHMSI OENIOTo BelecTBa
0OJIbIIMX MOMYLIAPUIL, @ TAKXKE THIEPOCTO3 JJOOHBIX U TEMEHHbIX KO-
cTei

Fig. 1. Brain MRI of patient D. (A — T2-weighted image; B — T1-
weighted image; C — FLAIR).

The images demonstrate hyperintense foci in the white matter of both
hemispheres, as well as hyperostosis of the frontal and parietal bones

pu, OepeMEHHOCTh OCJIOXHIIACH MHOTOBOAMEM, POIBI IPO-
XOIWIN B CPOK, OMHAKO OBbLIM CTPEMUTEIbHBIMU (MeHee 2 u);
XOUTh Havyana ¢ 1 rona, pa3roBapuBaTh — MPUMEPHO C 2 JIET.
B nmerckom camy oTMevanoch HapylieHHE COLMANIU3AUU —
He urpaja ¢ IpyrMMu AeTbMU. B 7 net moruiia B 1Koy, ooy-
Yanach CO CBEPCTHUKAMU, 00yYEHUE JABAIOCh OUEHb TSIXKENO:
MO3Xe OCTANbHBIX HayYMIach YUTATh M MHUCATh, HE BHIMTOJIHS-
JIa TIPOCTBIE apU(pPMETUUCCKUE ACHCTBUS. YPOKU (PM3MIECKOI
KYJBTYpBI TIOCE1IaNIa pery/sipHo, Xano0 Ha cJ1aboCThb, OBICTPYIO
yTOMJISIEMOCTb He mpenbssisiia. C 18 et Hayana oTMeyarhb 1o-
SIBJIEHUE MPOTPECCUPYIOIIEH c1aboCTH B HOTaX, U3MEHEHHUE M0~
xoaku. [Ipu MPT ronosHoro mo3ra (Mapt 2018 1.) BbISIBJIEHBI
MHOXECTBEHHBIC CKJIIOHHBIC K CIMSHUIO OYard THIICPUHTCH-
cuBHoro curtaia B pexumax T2 u FLAIR B 6enom Belectse
JIOOHBIX, TEMEHHBIX ¥ BUCOYHBIX J0JIEH, CYOKOPTUKAIBHO U Tie-
PUBEHTPUKYISIPHO, a TAKXKE TMIIEPOCTO3 JOOHON M TEMEHHBIX
Kocteit (puc. 1).

IIpu ocmompe obpaiano Ha cebsi BHUMaHME AMU3papUuecKoe
TeJOCTOXEHNE MAIMECHTKH: KOHMIECKHUI ToA00pOI0K, TOTH-
yeckoe Hebo, MHBepcHs U V-o0pa3Hast (hopMa BepxHeEi TYOHI,
BOPOHKOOOpa3Hast TIpydb, OpaXWIAKTIINS, HEIPOITOPINO-
HAJIbHOCTh TeNOoCI0XeH s Takke OTMEYanuch THIEPTPUXO3,
TUPCYTH3M.

B neeponoeuneckom cmamyce 0TMEUanoch CHUXXEHUE KPUTUKU
K CBOEMY COCTOSIHMIO, KOTHUTUBHbIE HapynieHus (20 6asioB
no mkane MoCA; akanbKy/us, arnpakcus, MHECTUYECKUE Ha-
pyuieHust). BeipaxeHHas c1aboCTb MUMMYECKOW MYCKyJna-
Typbl. YMepeHHast au3aptpusi. Cuiia Mbllii-crudareneii meu
YMEPEHHO CHIXXeHa. JIerKuii mape3 B JUCTATbHBIX OTIENAX PYK
1 Hor Jio 4 6aytoB. [TapaTonuu B KoHeuHOCTsIX. Jlerkas Tumo-
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Tpodus TeHapa, TMIToTeHapa ¢ 2 ctopoH. CyxXOXUIbHbIE U Tie-
pUoCTaAIbHbIE pedIeKChl 3HAYMTENbHO CHUXEHBI, 0e3 YeTKOM
aCUMMETpUU CTOpOH. KucTeBoil MUOTOHMYECKMII (heHOMEH
(mpotuBonoctaBneHue | maabiia KUCTH MOCIe KOPOTKOTo yaapa
HEBPOJIOTMYECKUM MOJIOTOUKOM 110 m. thenari). B mpode Pom-
Oepra ycToitunBa; B yCJI0XXHEHHON — HeycToituuBa. Jlerkas 6o-
JieBasl TUTIECTE3Us B TUCTATBHBIX OTIENAX JIeBoil HOrM. YeTKux
HapyIIEHUIA ITy00KO YyBCTBUTEILHOCTH HE BBISIBICHO. XOMIb-
0a caMoCTOsATENIbHAS, C BJIEMEHTAMHU CTEeIIaxa.

TIpu doobcredosanuu nateHTKU pu DMI omydeHsl mpu3Ha-
KM TIEPBUYHO-MBIIICYHOTO ITOPaKEHHSI ¢ YMEPEHHOM TEKYIIei
AKTUBHOCTBIO MBIIICYHBIX BOJOKOH B BHMIE MUOTOHMYECKMX
paspsiioB pasHoit aauteabHocTu. Ilo manHbiM DKIE cuHyco-
Boiil put™m ¢ YCC 76; BepTUKATIbHOE IIOJIOXEHKE DIEKTpUYe-
ckoit ocu cepata. CHIKeH BosbTax; Aubdy3HbIe U3MEHEHUS
MHUOKapma. B OMOXMMMYecKOM aHalIM3e KPOBU OTMEYANoCh
cnaboe TOBBIIIEHUE YPOBHS 0011Iei KpeaTnH(HOCHOKMHAZEI 10
255 En/n.

VuuThiBasg KIMHUYECKYIO KapTUHY (paHHMI Ae0l0T 3a00eBa-
HUSI, TIPOTPECCUPYIONIAsl MBIIIEYHas! CJIa00CTh, MUOTOHUYE-
CKUIl CHHIPOM, OTCTaBaHME B ICHXUYECKOM PA3BUTUM U Ha-
PYILIEHUS B KOTHUTUBHOM cepe, SHTOKPUHHBIE PaCCTPOICTBA
1 HavyalbHBIC TPU3HAKK IOPaXEHUS CepIeYHO-COCYIMCTOM
cucteMbl no gaHHbIM DKI, xapakrepHas kaptuHa MPT ro-
JIOBHOTO MO3ra), OblIa KJIMHUYECKU AUArHocTupoBaHa [IMI,
MPENOI0XUTEIbHO I0BEHUIbHAS (hopMa.

IHayuenmxa E., 64 net, noctynuia B 5-¢ HEBPOJIOTHYECKOE OT-
neneane ®ITBHY HIIH mo yxony 3a mouepsio. Beumy cHike-
HUS KPUTHKH K CBOEMY COCTOSTHHIO Xallo0 He IIPembsBisIa.
ITpu akTMBHOM paccrpoce OTMETUIA HaTUu4YMe o0Iel ciabo-
CTH, OBICTPYIO YTOMJISIEMOCTb, CHMXEHWE MBIIIEYHON CHUITBI
B pyKax ¥ Horax (0osiee BhIpaXXeHHOE CIIpaBa), IMIATKOCTh MPU
X0omb0e, CHIXKEHME MaMSTH Ha TEKYIe COOBITHSI.

W3 anamnesa Hactosiero 3a001eBaHKsI M3BECTHO, YTO PaHHEE
Pa3BUTHE TIPOXOAMIO COTJIACHO BO3pacTHBHIM HOpMaM. B Bo3-
pacte 55 JleT malueHTKa cTaja OTMeYaTh OBICTPYIO YTOMIIsie-
MOCTb TTPY BBITIOTHEHUW TIPUBLIYHON (DPU3MUECKOI HATPY3KH.
C 60 neT mosSIBUINCH YMEPEHHOE CHIDKEHUE MBIILEYHON CHIIBI
B pyKax M HOTax, o011ast c1abocTh, CHIXKEHUE TaMSITH Ha TeKy-
e coorrtust. [Ipy MPT romoBHoro mo3ra (mexadops 2015 1)
TIOJTYYEeHBI TAHHBIE 32 0YATOBbIC U3MEHEHUS B 0€JI0M BEILIIECTBE
00oMXx MoNyIrapuii rojoBHoro mosra. Habmonganace ¢ nua-
rHo3oM «Cocynucras JeiikosHuedanonatus». Takke B KOH-
ue 2015 . mosBUIKMCh OHEMeHUe B 1, 2 manbliaX MpaBoi pykH,
00J1b B 00JTACTH IIEH U B PYKax, MPOTPSINEHTHO HapacTaloIIast
c/1aboCTh B MpaBOil pyKe M HOTE, BOHUKIU TPYAHOCTH TPU
BCTaBaHMM U3 MOJIOXEHUIA ¢ KOPTOYEK U CO CTYJa, IIPU MOTb-
eMe II0 JIECTHUIIE, U3MEeHWIAch noxonka. Beimonneno MPT-
UCCIeOBAHME LICHHOTO OTAeNa IMO3BOHOYHMKA ((eBpaib
2016 1), rae BBIIBIEHBI INPU3HAKA KMCTO3HBIX IIOJOCTEH B
cnMHHOM Mo3re Ha ypoBHe C2—C4 u Thl mo3BOHKOB — Hau-
0oJiee BEPOSATHO, ITOJIOCTH CUPUHTOMHUEINH. BHITOTHEHO ote-
patuBHoOe JeueHue — JaMmuHaKTomus C4—CS5, npeHupoBaHue
cupuHromuenuueckoir kuctel C3—C4. B mocieonepalioH-
HOM IIepHoJic OTMeuaja perpecc 001eBOro CHHAPOMA, OTHAKO
COXpaHsiIach c1aboCcTb B KOHEYHOCTSIX, OoJiblie crpasa. [1pu
noBTopHoM MPT-uccnenosanun (cenrssops 2016 1.): mo3so-
HOYHBIN KaHal Ge3 BhIpaXEeHHBIX cyxXeHuil, MP-kapTuHa cu-
punromuenu Ha ypoBHe C3—C4 u Th1 mo3BoHKOB (puc. 2).

Taxxe U3 aHaMHe3a U3BECTHO, UTO B Bo3pacTe 49 JieT mepeHec-
JIa OTIEPaTHBHOE BMEIATEIECTBO IO TIOBOIY ABYCTOPOHHEN Ka-
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Puc. 2. MPT mejiHoro otiesia no3soHoYHHKA namueHTkH E. (A — pexnm
T1; B — pexum T2).

Ha cHMMKax BUIHbI KICTO3HBIE TIOJIOCTU B CTIMHHOM MO3T€ Ha ypPOBHE
C2-C4 u Thl mo3BoHKOB

Fig. 2. MRI of the cervical spine of patient E. (A — T1-weighted image;
B — T2-weighted image). = )

The pictures show cystic cavities in the spinal cord at the level of C2-C4
and Th1 vertebrae

Puc. 3. MPT mbin 6expa nauuentku E., T1-pexum.
MpbileyHast Macca BcexX TPYIT MBI 000uX Oenep CHUXeHa. B nzpa—
BOM Oejipe OTpeessieTCsl XXUPOBOE 3aMellieHUe IPOMEXYTOUHOH (2) u
MeauanbHO (1) MPOKOI MBIILL, OONBILION MpUBOAsLIEH (3) U MoJTy-
nepenoHyaTol (4) Muli. B 1eBoM Gexpe oTMeuaeTcst KupoBas mepe-
CTpoliKa MpOMEXXyTOUHOM IMPOKOI MBILILIBI Oeapa

Fig. 3. MRI of thigh muscles of patient E., T1-WI.

The muscle mass of all muscle groups of both thighs is reduced. In the

right thigh, the fat replacement of vastus intermedius (2), vastus medialis

}1), adductor magnus (3) and semimembranous (4) muscles is seen.
n the left thigh there is a fat restructuring of vastus intermedius muscle

tapakThl. B 2005 . 06HapyXeH MHOTOY3JI0BOI 3YTUPEOUIHBIIA
300 2—3 cTeneHM; B 3TOM Xe TOIYy BBINMOJHEHA palvKalbHas
TUCTEPIKTOMHUS B CBSA3HU C IBYCTOPOHHUMU KACTOMAMU TMUHM-
KOB 0OJIBIIMX pa3MepoB B mocTMeHomnay3e. bonee 10 net Hazan
TAlMEHTKeE MOCTaBJIEH JMaTHO3 CaxapHOoro radeTa 2-To THIIA.
B 2016 . mpu poBeaeHun miaHosoro DK -ucciaenoBaHus BbI-
sSIBJIeHa MepIiaTeIbHasT apUTMUSL.
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B nesponoeuueckom cmamyce: MauyeHTKa anaTM4yHa;, HaOIO-
JIaeTCsl CHUKEHME KPUTHKHM K CBOEMY COCTOSIHMIO, THEBHAs
COHJIMBOCTb, YMEPEHHbIE KOTHUTUBHbIE HapylieHus (25 oan-
JoB no 1mkaige MoCA). YMmepeHHast c1aboCTb MUMUYECKOM
MycKyaaTypbl. [u3apTpusi JerKoil CTemeHW BBIPAXEHHOCTH.
Cuia MBI 1IIEM YMEPEHHO CHMXEHA. YMEpeHHbBIN TeTparna-
pe3 D>S (B pykax — muddysHblii, B Horax — 6osee BbIpakeH
B TIPOKCUMAITbHBIX oTaenax). JAuddysHas MpleqHas TMoTo-
Hus. [unoTtpodus yeThipexriaBoii MbIlbl 6eapa D>S; Mblii
TIEYEBOTO Mosica, TeHapa U runoteHapa D=S. BripaxeHHas
€1a00CTh MBILILL CIIMHBI, Ta30BOTO Nosica. BecraBaHue ¢ KopTo-
YeK — «JIeCTHUYHOro» tuma (cumntoM losepca). Cyxoxuiib-
HbIE ¥ TepUOCTalbHbIE pedIeKChl 3HAUYMTENIbHO CHUXEHBI,
0e3 4eTKOW acCUMMETPUHU CTOPOH. KucTeBOi MUOTOHMYECKUI
(benomeH. B mpobe PombGepra noiarsiBaercsi. [ToBepxHOCTHasI
U 11y0O0Kasi YyBCTBUTENBHOCTh HE HapylleHsl. [loxomka camo-
CTOATENIbHAS, TIAPETUYHAS.

[Tpu noob6cnenoBaHuu Mo AaHHBIM M BHISIBICHBI TIPU3HAKU
MEePBUYHO-MBIIIEYHOTO TIOPaKCHUSI C HAMOOINBIIEH aKTWB-
HOCTbIO MBIIIEUHBIX BOJIOKOH B TepenHeil 00bledepoBoii
MbllILE. B 3TOH Xe MBbIIle perucTpupyioTcss MUOTOHUYECKIE
pas3psiabl. Bommonnena MPT MbIn HMKHMX KOHEYHOCTEH,
MpU KOTOPOH BBISIBJIEHO CHIKEHHE MAcChl BCEX TPYI MBbILILL
oboux Oenep M, B MEHbIIEH CTeleHM, roJeHel, a TaAKXe XU-
POBOE 3aMEIlEHNE MPOMEXKYTOUHON U MenuanbHOM MIMpPOKOH
MBIIIT, OOJIBIION TIPUBOISINEH ¥ TOMYIIEPEIIOHYATON MBIIIII,
KaMOAaJIOBUIHON U MeIMAaNbHON TOMIOBKM MKPOHOXKHOM MBIIII-
1l (puc. 3). B buoxumuyeckom aHaiu3e KPOBU OMpenessiiach
TUTIEPXOJIECTEPUHEMUS 7,5 MMOJIb/JT; TUTIEPTPUTIULIC PHICMUS
7,22 MMOJIb/11, TUTIEPTIMKeMuUs 7,3 Mmoot/ 1o narnHbIM DKT:
cunycosblii put™ ¢ YCC 56, AB-6iokana 1 crernenu, HermomHas
Os10Kkana nmpaBoil HoXKU myyka [uca, yniunenue QT 0,49 mc.

C yyeToM KIMHMYECKON KapTMHBI M CeMEMHOro aHaMHe3a
(nmpennonaraemast JIM1 y moyepu) KIMHMYECKU ObLT TaKxke
yctaHoBNeH auarHo3 IM 1, xraccudeckast popma.

BriocnenctBuu y obeux mauueHToK B pesynsrate JTHK-
aHaJIM3a B OJHOM M3 XpOMOCOM BBISIBJICHO YBEIUUSHHOE YHCIIO
konuit CTG-noBTOpoB B 3’-HeTpaHCIMpyeMoit 0061acTH reHa
DMPK, otBercTBeHHOr0 3a pazsutue JMI1. Pasmep skcnaH-
CUM TPUHYKJIEOTUIHBIX TIOBTOPOB He onpenesiics. [anueHT-
Ke E. Takxe OBUT BBIITOJTHEH MOMCK HAaN0OJIee YaCThIX MYTAIIMIA
B reHe ZNF9 — naHHBIX 33 HaJIMUME MYTallMU HE TI0JIy4YEHO.

O0cyxnenue

[TpuBeneHHbIe KIMHUYECKME CITYYau XOPOLIO MILTIOCTPUPYET
HIMPOKYIO BapHabeTbHOCTh KIMHIYECKUX CUMIITOMOB U CHH-
JIpOMOB y TanueHToB ¢ JAM, a Takxe AeMOHCTpUPYET (eHO-
MeH aHTuLMnauuu npu JAMI1: 6onee paHHMit ae6IOT U Ooee
TsKeNloe TeyeHue 3aboseBaHus y gouyepu. Kpome Toro, ciy-
vail manMeHTKu E. mpencTaBiser ocoOblil MHTEpeC BBUAY He-
TUIMMYHOCTU KIMHWIECKON KapTHHBL. Y MalMeHTKH OTMeda-
JIOCh Mpe00JIalaHue MBIIIEYHOM C1ab0CTU B MPOKCUMATbHBIX
oT/eN1aX KOHEeYHoCTel, 6ojiee xapaktepHoe ais JAM2. Takke
y Hee Ha0II0aI0Cch peakoe coyetanne M1 u cupuHromue-
Ju. B mutepatype onmvcaHo JUIIL HECKOIBKO TaKMX CTy4Yaes.
B 1977 &. R.B. Levisky u coaBT. ommy0iKOBanu COOOIICHNE O
ceMbe, rae 2 cubca ctpaganu JIIM, a TpeTuit — cupuHroMue-
mueit [51]. B 1998 . M. Mascalchi u coaBT. Takxke cOOOIIUIH
o nauuenTte ¢ JIM1 u cupuHroMuenueit, acColMMpoOBaHHOM ¢
reMaHTro0aacTOMO cliMHHOro Mo3ra [52]. B 2016 r. rpynmoii
KMTalCKMX YIEHBIX OBLIO OMMCAHO COYETAaHME BBHIIICYKa3aH-
HBIX MaTojoruit y 28-n1etHero MyxuuHsl [53]. B HacTosiee
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BpeMsI OCTaeTCsI HeSICHBIM, SIBJIsIeTCs Jii codeTtanue JAM ¢ cu-
PUHIOMUENIMEN IPOCTHIM COBMAICHMEM WM 3TU 3a00/1eBaHUS
MaTOTEHETUIECKU B3aUMOCBSI3aHbI.

3akmouenne

CoracHO pesyJibTaTaM MCCJIENOBAHUN TMOCIEAHUX JIeT pe-
KOMeHayeTcss paccMarpuBaTh [IM Kak upe3BBIYAiHO TeTe-
pPOreHHOEe MYJIBTUCUCTEMHOE 3a00JIeBaHKE C BOBJIEYEHUEM B
MATOJIOTUYECKUI MPOIIeCC He TOJBKO MBIIII, HO U HEPBHOI
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CHCTEMBI, a TaKXe OOJNBIIMHCTBA BHYTPEHHUX OPraHOB. DTO
00CTOSITENILCTBO BJEYET 32 COOOM HEOOXOAMMOCTb MYJIBTHU-
JUCLIUIIMHAPHOTO MOAX0Aa K AMArHOCTHKE, HaOIIOACHUIO U
CUMITTOMATHYECKOH Tepalyuy TaKuX MalueHToB. MOXHO Ha-
JIeqThCs, UTO NajJbHelIIee YIIyOIeHue 3HaHUI 0 MOJIEKYJISIp-
HBIX MeXxaHM3MaX 00JIe3HU MO3BOJUT B OyaylieM pa3padoTaTh
noaxoabl K 3¢ (eKTUBHON MaTOreHeTHYEeCKON Tepanuu.
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IleitHag apTporyiacTuka:
5-71eTHee HaOdI0neHE

A.O. T'yma, M., Ipesan, JI.B. ITerpocsn, C.O. Apectos, A.A. Kamees, A.B. Bepmmnun, E.H. IToatopako
OI'BHY «Hayunwiii yenmp Hegpoaoeuu», Mockea, Poccus

Ieav uccaedosanus. Ananu3 pannux u 00120CpoUHbIX Pe3yabmamos npome3upoBaHus WeliHblX MeICH0360HK0BbIX OUCKO08, OUeHKa 00seMa 0BudiceHus U peepecca
KOpeuiKoBoil CUMRMOMAMUKY 6 Me4eHue 5 Aem.

Mamepuaa u memodst. ITpoonepuposanvt 30 nayuernmos (19 cernuyun u 11 myxcuun, cpednuii gospacm 35,8 200a) ¢ 00H0yposHe8bIM eceHepamusHbiM nopadice-
HueM Medcno360Hk08020 oucka. Obsem 08uUdICeHUS 0UeHUBANU HA OCHOBAHUY OAHHbIX (DYHKLUOHAAbHOI peHmeeHoepaguu. Peepecc Gonesoil kopeuikool cumnmo-
MAMUKU OUeHU8aU no U3YabHoll ananoeosoi uikdse (BAII).

Pesyavmama. Tloayuensi xopouiue u omauutsie pe3yivmamel. B omoasennom nepuode (60 mec) nokansnbiil uietinbiii Gonegoii curdpom cocmasun 0—3 6assa no
BAIIT, ucxoono 6—8 6annos. Kopeuikosas 6oab cocmasuna 0—2 6anna no BAIL, ucxoono 5—8 6asqos.

Saxarouenue. Apmponnacmuxa 3645emcs 8biICOKOIPeKmuaHbiM MemoooM AeHeHus OeceHepamuUBHbIX NOPANCEHUI WelIHbIX MeNCN0360HK08bIX duckos. Memoduka
OCHO3HA1HO MOICem KOHKYPUPOBAMb C PUUOHbIMU CUCEMAMY cIabuau3auyuy u 0okassieaem coio 3hdekmugHocs 8 6opsde ¢ 00Ae3HBI0 CMENCHOR0 CeeMeHma.

Kimouesbie ciioBa: apmponaacmuka, epoidica oucka, npome3 Oucka.
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Has apTPOILIACTUKA: 5-TeTHee HaOMoAeHNE. AHHANb! KAUHUYECKOl U dKcnepuMenmanbholl nesposoeuu 2019; 13(1): 26—30.
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Cervical arthroplasty: 5-year follow-up

Artyom O. Guscha, Maxim D. Dreval, David V. Petrosyan, Sergey O. Arestov, Alexey A. Kascheyev,
Andrey V. Vershinin, Yekaterina N. Poltorako

Research Center of Neurology, Moscow, Russia

Research objective. Analysis of the early and long-term outcomes of prosthetic cervical intervertebral disc implantation, assessment of the movement range and
radicular symptoms regression within 5 years.

Materials and methods. Thirty patients (19 women and 11 men, average age 35.8 years) with degenerated cervical disks underwent a single-level surgery. The
movement range at the operated level was evaluated using functional X-ray data. Radicular pain symptoms regression was assessed using visual analogue scale
(VAS).

Results. Good and excellent results were achieved. In the long-term period (60 months), local cervical pain syndrome ranged from 0 to 3 VAS points, initially
estimated at 6 -8 points. Radicular pain was estimated at 0 -2 VAS points, initially 5 -8 points.

Conclusion. Arthroplasty is a highly effective method in treatment of degenerative cervical intervertebral discs. This technique is definitely comparable with rigid
stabilization systems and proves its efficacy in treatment of the adjacent segment disease.

Keywords: arthroplasty, herniated disc, intervertebral disk prosthesis.
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Bsenenne MOCTOSIHHO MoaepHu3upoBaicsa. K 1962 . onbir G.W. Smith

u R.A. Robinson cocrasistn mopsimka 60 0onbHbIX. B 1960 ©.
B navane 1950-x rr. G.W. Smith u R.A. Robinson nepBeiMu R.W. Bailey u xosieru BBeM MOHATHE MEPEIHETO CIIOHAMIIO-
OTMCaIM METOAUKY TIepefHel IeHHOMN TMCKIKTOMUY C OIHO- Jie3a TIpY TPaBMe IEeHOTO OT/Iea MO3BOHOYHMKA, TIPEICTABUB
MOMEHTHBIM CHOHAMIOAE30M, a B 1950—1960-X IT. BBIILIO He- peaynsraThl nedenus 20 manuenTos [1]. B 1977 ©. H.H. Bohlman
CKOJIBKO ITyOJTMKAIIM BBIIIEYIIOMSIHYTBIX aBTOPOB M WX KOJLIET €o00IIKT 0 17 OONBHBIX, KOTOPHIM OBLT BHITIONHEH OJHOYPOB-
[1-3]. ABTOpBI UCIIOTB30BANN TIEPETHION MMCKIKTOMMIO UIS HEBBII CTIOHAMIIONE3 03 ylaieHus 3aIHei IPOIOIbHON CBSI3-
YCTpaHEeHMs CIABIECHUS CIMHHOIO MO3ra 0cCU(ULIMPOBAHHOI KM U OcTeO(UTOB; XOPOIIMI M OTJIMYHBIA PE3yabTaThl ObLIM
3aMHell MPOMOJBbHOW CBSI3KOW W TPbDKEH MEXIO3BOHKOBOTO noydeHbl y 16 GonpHbIx [4]. B 1984 1. T. Kadoya w xomneru
micka (MIIJ). JlanHoe omucaHue OBLIO B3STO 3a CTaHAAPT BBITIOHIIM Y 43 MAIIMEHTOB C IIEHHON CIIOHIMIOTEHHON MHU-
BBIMOJIHEHUS TEpeHEN IIEHHON JEKOMIPECCUU, KOTODBIiA €JIONATHEN NMEPEHIO0 AEKOMIIPECCUIO C UCTIONIb30BAHUEM MU-
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KpocKorna, 6e30macHo yaaauB Bce (DaKTOPhl KOMITPECCHH (OC-
CUGULIMPOBAHHYIO 3aJIHIOI0 CBS3KY, KpaeBble 0cTeoduThl) [5].
[MocTeneHHO pacIIMpeHNe XUPYPTHICCKON aKTUBHOCTH TIPH-
BEJIO K BBIIIOJHEHUIO MHOTOYPOBHEBBIX MEPETHUX TUCKIKTO-
Muil. Z. Zhang B 1983 . BBIMOJHUI HECKOJIBKO MHOTOYPOBHE-
BBIX TIEPEIHUX TMCKIKTOMUI CO CIIOHAMIONEC30M COOCTBEHHOIA
KOCTBIO, TIPUS K BEIBOAY, YTO YeM OOJIBIIIE JEKOMIIPECCHS, TEM
nyuie 3¢ ¢exr [6]. UyTh mosxe ObUIO 10Ka3aHO, YTO MPU BbI-
MOJIHEHMH OIepallii Ha OJHOM YPOBHE CIIOHAMJIONE3 BO3HM-
KaeT B 96% ciydaes, U OIEPALUK HA IBYX YPOBHSIX (DOPMHU-
pOBaHME KOCTHOM MO30JIM COCTaBJIsLIO Mopsiaka 75%, Ha Tpex
YPOBHSIX — yXe He 6onee 56% [7, 8].

JlaHHBIE OTEYECTBEHHOI 1 3apyOeKHON JUTEPATyPhl TOKA3bI-
BalOT 3P (EKTUBHOCTb MEPeHe NeKOMITPECCU B KOMOMHA-
LUK C PUTUIHON (UKcalueid, KOTOpble MO3BOJISIOT JOOUTHCS
XOpOUIMX M OTIIMYHBIX PE3YJBTAaTOB B PAaHHEM M OTIAJIEHHOM
nepuogax. OfHAKO MPU TOCTAHOBKE PUTHAHBIX CUCTEM CTa-
OMIM3alMyM BO3HUKAET PHMCK YCKOPEHHOTO (hOPMMPOBAHMUS
00JI€3HM CMEXXHOTO YPOBHS 32 CUET OTCYTCTBUSI ABMXXEHUS B
omnepupoBaHHOM cerMeHTe. [ToMcK ONTUMAaNbHOTO perieHust
MpuBe K pa3padoTke mpote3oB MII/I, koTopeie cTOCOOCTBYIOT
COXpaHEHHIO 00beMa IBUXEHUSI B OTIEPUPOBAHHOM CETMEHTE U
TeM CaMbIM YMEHBIIAIOT Harpy3ky B cMexxHbix MIT/I.

Ieabto uccnenoBaHus ObUT aHAIKU3 PAHHUX U AOJTOCPOYHBIX
Pe3yNIBTaTOB UCIIOIh30BAHMSI JAaHHHIX IPOTE30B, OLICHKA 00b-
€Ma JIBIXKEHUI U CTEIIEHM perpecca KOPEIKOBOM CUMIITOMA-
TUKH B TeueHue 5 JieT B Bbibopke U3 30 malueHTOoB.

Marepuabl 1 METOIbI

B uccnenopanuie Obutn BKIoYeHsl 30 mauueHToB (11 MyxXuuH
u 19 xenuwmH; 27—46 net; 35,8+5,6 roga). Bcem GonbHBIM B
2013—2018 rr. omHOIt TPYMION XUPYProB MPOBENCHO HICiHOE
npotesupoBanue MII. V 13 manueHTOB MMeTach KOMITPECCHS
Ha ypoBHe C4—CS5, y 10 manueHToB — nopaxeHue aucka C5—
C6, y 5 marueHTOB — KoMIpeccus Ha yposHe C6—C7 1 2 manu-
€HTa MMeJIM CTeHO3 MO3BOHOYHOTO KaHana Ha ypoBHe C3—C4.
ITpu BHITOMHEHMM OTIEPATMBHOTO BMEIIATEIbCTBA MCIIONb30-
BaJIICh 3 BUIAa MMIUIAHTHPYEMBIX CHCTEM IIPOTE3MPOBAHNSI.

[ToxazaHust 11 XUpypryeckoro JeueHusl 1 KpUTepUU BKITIO-

YEHUS B UCCIIENIOBAHUE:

* OJIHOYPOBHEBAs KOMITPECCUST;

* JIOKAJIbHBI IEHHBIA 00NEBOM CUHIPOM W PaAMKYJIONaTusl,
COOTBETCTBYIOIAs1 YPOBHIO OPAKEHUS;

* COXpaHEHME JIOpI03a WJIM He3HAUUTENbHOE €T0 BBIIPSIM-
JIEHUE;

* Bospact 10 50 jiet.

Kputepuu uckmoyeHus:

* MHOTOYPOBHEBAsI KOMITPECCUS;

* OTCYTCTBHUE JIOKAJTBHOTO IIEHHOTo 60J1€BOT0 CUHIPOMA U pa-
JIVKYJIOTATUU, COOTBETCTBYIOIIEH YPOBHIO TOPAXKEHUS;

* BBIPAXXEHHOE HapyIIEHMeE JI0PA03a,;

* BO3pacT maiueHTa > 50 Jiet.

V mauueHToB ¢ BepM(DUIMPOBAHHOW pamvKyjIoNmaTheil Impu
YCTaHOBKE IIPOTE3a 3aIHSS IPOMOIbHAS CBA3KAa COXPaHSIACh,
no gaHHeIM MPT u KT, Obl10 MOATBepXAeHO HalWYue CBe-
kel TIONCBSA30YHOM LIEHTpaTbHOM WK (HOPaMUHATBHON MeX-
MMO3BOHKOBOM Ipbiku. [Ipu oTcyTeTBUM AedeKkTa 3agHeil mpo-
JOJIbHOM CBSI3KY, HO TIPU HAJTMYUM IPBIKU C COOTBETCTBYIOIIIEH
KOPEIITKOBOI MOHOCHMIITOMATHKOM MPUHIMAJIOCh PEIEHNUE O
BBINOJHEHUH MpoTe3upoBanus MII.
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JIMarHO3 CTaBUICS Ha OCHOBE Pe3yJIbTaToOB, MOJTYYCHHBIX IIPU
KOMILIEKCHOM 0OCJIeIOBaHMHU, BK/IIOYAIOLIEM TUHAMUYECKUIA
KJIMHUKO-HEBPOJIOTMYECKUIT 0OCMOTp, peHTreHorpaduio, MPT
n KT. TlocneonepaliMoHHbIE pe3yabTaThl (PUKCHPOBATUCH
MepeyrCcIIeHHBIMU METOIaMU ANArHOCTUKM (KJIMHUKO-HEBPO-
JIOTUYECKUi ocMOTp, peHTreHorpadusa, MPT). JIng oneHku
0CEBOIi TOCIEONepPaMOHHOM 0011 MCTIONb30BaTaACh BU3Yallb-
Has aHayoroBas mkana (BAIL). [TocneormepainoHHY0 OLIEHKY
npoBoaIY Yepe3 6, 24 u 60 mec.

OrnepaTBHOE BMEIIATENLCTBO OCYLIECTBISUIA Yepe3 KIacCH-
YeCKHWil TepeqHMi TOCTYIT K NICHHOMY OTHETy ITO3BOHOUHM-
Ka. [larMeHT HaXomuTCs B MOJIOXEHUM Ha CIIMHE, TIOI TUICUH
TOAK/IAAbIBAIOT HEOOJIbIION BaluK, TJIEYHM OTBOIAT BHU3 U
(dukcupyor. HapyXHBIMH aHATOMUYSCKUMH OpPUEHTHPAMU
JUISL OTIpeNie/IeHUs] MecTa pa3pe3a B 3aBUCHMOCTU OT YPOBHS
MOBPEXIEHHOTO ITI03BOHKA SIBJISIOTCS TONBA3BIYHAS KOCTb,
LIMTOBUIHBIA XpSIL, IMEPCTHEBUIHBIA XpSIIl, HAOKIIOYMYHAS
ssMKa. [IpoBOIUTCS KOHTPOJH YPOBHS BMEIIATENbCTBA, MPO-
M3BOMAT PEHTTeHOTpauIo MIEHHOTO OTHeNa MO3BOHOYHMKA B
0okoBoi1 mpoekuuu. [Tpor3BoANTCS MONEPEUHBIi pa3pe3 KOXU
TI0 €CTECTBEHHOM CKIIaNKe IIeH, Pa3BOIUTCS ITOIKOXKHAS KIIeT-
yaTKa, pa3pe3aeTcd miatu3Ma. OO0HaxaeTcsl BHyTpEHHMIA Kpaii
m. sternodeidomastoideus. ®acuyio, OKPYXaloOIIyi0 KUBATE/b-
HYIO MBIIIITY, pacCeKaloT 110 MepenrHeMy Kpar. Busyammsupy-
I0TCS1 TeJ1a UCKOMBIX MTO3BOHKOB M HYXHBI MITJI. JIuckakTo-
M ¥ IEKOMITPECCHUS HEBPOJIOTUUESCKUX CTPYKTYP IIPOBOIUTCS
TaK Xe, KaK YU MpU TMepeaHeil meiHoi cTabuau3aluu, ¢ 1uc-
nosb3oBaHMeM aucTpakTopoB Caspar. [lomxomsammit pasmep
UMILTIaHTa OIpENeNsAeTCsS MyTeM BBEACHMS pa3sHOpPa3MEPHBIX
MIPOOHEIX IabJ0HOB. KoppeKTHas IMprHa OTpeesIeTCs BU-
3yanpHO. McIosp3yeTcss MHTpaoIepalliOHHAs PeHTTEHOIOTH-
yecKasi BU3yalTu3alys Ajisl ONpefieSieHus] ITyOMHBI ¥ BBICOTBI
npote3a. [loce OKOHYATETBHOTO OIpeaeICHIS TIOIXOSIIETO
pa3Mepa B MEXTEI0BOE MPOCTPAHCTBO BOMBAETCS pe3ell IS
CO3IaHMS NITMIOB, KOHTPYSHTHBIX KWISM UMITIAHTa, B KOHIIE-
BBIX IUIACTHHAX MTO3BOHKOB. 3aTe€M C IIOMOIIBIO CIICIIUATHHOTO
JiepkaTesist BROAUTCS MpoTe3 (puc. 1), onepallMoOHHas paHa 3a-
mmBaetcs [9, 10].

CraTtuctuyeckast 00paboTka pe3yasTaToB MPOBOUIACH C MPU-
MeHeHHeM Imakera mporpamm Statistica 6.0 («StatSoft»). Jlns
aHaIM3a KOJMYECTBEHHBIX MPU3HAKOB MPUMEHSUTM Hemapame-
TPUYECKUE METOMIBI: COMIOCTABIECHNE IBYX M 0oJiee He3aBUCHU-
MBIX IPYIII 10 KOJMYECTBEHHOMY TPU3HAKY (C MCIOIb30BaHU-
em U-xputepusi MaHHa—YUTHU), ONKCATENbHYIO CTATUCTUKY.
CpaBHeHUe TPYMI MO KaueCTBEHHBIM MPU3HAKAM MPOBOIMIN
C UCTOTb30BAHKEM TOUHOTO KpuTepust Duiiiepa u KpUTepus .
CraticTnyecKy 3HaYMMBIMU PE3YJIbTaTaMM CUUTATHM JTaHHbIE
npu p<0,05.

Puc. 1. Mnrpaonepauuonnsiii Buj nporesa MIIJI nocie ogHoypoBHeBoi
JeKOMIPeCCHH

Fig. 1. Intraoperative view of intervertebral disc prosthesis after single-
level decompression
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Jlo riccienoBaHsl HAMM ITOJTy4eHO O00pEHNE €ro POBEIEHUS
JlokanpHbIM 3THYeckuM KomuretoM @TBHY HIIH.

Pe3ynsrarsl 1 00CyKIeHHE

Jlo onepauuu OOJbHBIE MMENM XapaKTEpPHYH CHUMIITOMATHU-
KY C pa3M4yHOM CTENEeHbI0 BBIPAXXKEHHOCTH JIOKAJIbHON 00JIM
B IIEITHOM OTHeJe TI03BOHOYHMKA W paauKy/aonarueir. bomb
B IIE/{HOM OTAeNe MO3BOHOYHMKA B HAllleM HMCCIEI0BaHUU
WCTIBITBIBAIA BCE TAIIMEHTHI, CpelHee 3HAUCHME COCTABUIIO
7,110,7 6ayu1a mo BAILI.

OCHOBHBIMU ITOKa3aHUSIMU 11 TpoTe3upoBanus MI1J] aBu-
JICh IIEHHBIN 60IeBOM CHHIPOM 3a CYET CHUKEHUS BBICOTHI
MIIJ, dopMupyoImuiics MBIIIEYHO-TOHMYESCKII CHHIPOM,
a Takxke paauKyJomaThs MpM JaTepajbHON JOKaau3aluu
TPBIKEBOrO BBITIsTUMBaHUA. CpeqHee BpeMsl OIEpallUd CO-
cTaBuiIo 95 muH, kpoBomoteps — 31,2£8,8 mi. Cpok rocnu-
Tanu3auuu — 3,210,5 cyt.

OCHOBHBIMM KPUTEPUSIMU TOCICONIEPALIMOHHOM OLIEHKH CJTy-
KWK IMHAMUKA KIMHUYECKUX CUMITOMOB (Tabn. 1) u aua-
Ma30H IBMXKEHMS B ONIEPUPOBaHHOM cerMeHTe (Taos. 2). Cry-
cTs 6 Mec Mocje orepaliy YpoBeHb GOJNIEBOTO CHHAPOMA TI0
BAIII caumzuncst no 3,310,4 6amra (p<0,01), gepes 24 mec — 1o
2,740,8 6amna (p<0,01), cycra 60 mec — go 1,710,7 6ama
(»<0,01). ImHaMMKY KOPEIIKOBOTO 0OJICBOTO CHHIpPOMA OIle-
HUBAJIM cpa3y IocJjIe onepanuu 1 uepes 6, 24, 60 mec. B 1-¢ cyt
rocJjie MpoTe3rpoBaHus 00Jb, paBHylo 1, 2 wiu 3 6ama no
BAIII, vcnpiteiBamy 11 u3 24 mauumenroB. [lonHbI perpecc
KOPEIIKOBOI 00/11 cpa3y MocJie onepauuy oTMeTuau 13 nauu-
enrtoB. CrycTst 6 Mec KOpeliKoBas 00Jib B CpeJHEM COCTaBIIA
1,620,6 6am1a mo BAII (p<0,01), K OKOHYaHMIO HAOMIOACHUS
(60 mec) — 1,240,4 6anna (p<0,01).

Ha ocHOBaHMM TOMyYeHHBIX (DYHKIIMOHANBHBIX PEHTTEHO-
rpamm (puc. 2, 3) MBI cIeIanu BEIBOM, YTO 00BEM ABIKCHUS B
MIPOTE3UPOBAHHOM JUCKE COXPAHSETCS M B CPEIHEM COCTABIIS-

er 7,9£0,7° crycts 60 Mec, IpU 3TOM HET 3HAYUMOTO CHIKE-
HUS B 00beMe IBIKEHUIT 110 CPABHEHUIO C IOOTEPAllMOHHBIM
crarycom (p=0,5761).

HecMoTps Ha MoIepHU3ALIUIO U TIOCTOSTHHOE YCOBEPILIEHCTBO-
BaHME METOAOB XMPYPIMUECKOTo JICUYeHUS 3a00NeBaHMIA ITO-
3BOHOYHMKA, TMOMCK ONTUMAIBLHOTO XUPYPrUYECKOro MeToma
B JIEYCHWH OTHO- ¥ MHOTOYPOBHEBEIX IECHHBIX CTEHO30B OCTa-
eTCsl aKTyaJlbHbIM. Bce MeTobl, MpeacTaBIeHHbIe B IUTEPATy-
pe, UMEIOT CBOU MIPEUMYIIECTBA U HETOCTATKU. APTPOILIACTH-
Ka, paccMaTpHBaeMas B 3TO paboTe, SIBISIETCS] OTHOCUTEIBHO
MOJIOZIBIM METOJIOM JIEUEeHUS 1IEHHbIX cTeHO030B. [Ipy oTHOCH-
TENbHO J0KA3aHHOW 3KBUBAJICHTHOCTU 3(P(EKTUBHOCTU Tie-
peAHEN IEHHON CTabUIM3aLMU U LIEHHOTO MPOTE3UPOBAHMUS
MIIJI npy 0AHOYPOBHEBOM LICHHOM CTEHO3€ M PaIuKyJoma-

-

Puc. 2. Bosbnas [I., 36 ner. @ynkuuonanbHas peHTreHorpadus cycTs
24 Mec nocJie BHIMOTHEHHS APTPOILIACTHKH.

O0beM IBIKEHMS B OTIEPMPOBAHHOM U BHIIIEIIEXAIMX CETMEHTAX CO-
XpaHEH U NPUOJIMKEH K aHATOMUYECKOii HOpMe

Fig. 2. Patient D., 36 years old. Functional radiography 24 months after
arthroplasty.

The amount of movement in the operated and overlying segments is
preserved and close to the anatomical rate

Tabmmma 1. HeBposormieckasi CHMITOMATHKA 0 M TOCJE APTPOILIACTHKYM Y MALMEHTOB, ONEPHPOBAHHBIX MO MOBOLY OJHOYPOBHEBOTO IIEHHOTO CTEHO3a

(6ans1 BAILT)

Table 1. Neurological symptoms before and after arthroplasty in patients operated on for a single-level cervical stenosis (VAS scores)

HeBponoruyeckas cumnTomatuka / Io onepauun /

Neurological symptoms f Before operation
bonb B wee / Cervical pain 30 7,1+0,7
Pagukynonatus / Radiculopathy 24 6,8+0,8

Mpumeyanne: “p<0,01 No cpaBHEHNIO C AAHHBIMM A0 ONepaLum
Note: *p<0,01 compared to pre-operation data

Cpok nocne onepauuu, Mec /
Months after operation

Taﬁmma 2. OcTaTo4Hblii 00beM JIBIXKEHHIi B NpOTE3UPOBAHHOM CETMEHTE 10 U MOCJIE onepanuu

Table 2. The residual amount of movement in the prosthetic segment before and after surgery

CermeHT / Segment n flo onepauun /
Before operation
C3-C7 30 8,7+0,9°
C3-C4 2 8,9+0,5°
C4-C5 13 8,6+0,6°
C5-C6 10 8,7+0,8°
C6-C7 5 8,7+0,7°

28

6 24 60
3,3+0,4* 2,7+0,8* 1,7+0,7*
1,6+0,6* 1,3+0,3 1,2+£0,4*

Cpok nocne onepauuu, mec / Months after operation
6 24 60
8,2+0,7° 7,8+0,6° 7,9+0,7°
8,3+0,4° 8,0+0,3° 8,2+0,8°
8,0+0,5° 7,8+0,5° 7,9+0,7°
8,2+0,7° 7,8+0,4° 7,8+0,9°
8,0+0,5° 7,7+0,3° 7,6+0,7°
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Puc. 3. BosbHas A., 47 net. OyHKUMOHAIbHAS PeHTreHOrpadust CIycTs
60 Mec mocJie BBIOTHEHHS APTPOILIACTHKH.

O06beM IBIXEHMS B OTIEPMPOBAHHOM 1 BBILIEIEKAIMX CETMEHTAX CO-
XpaHeH U MPUOIMKEH K aHATOMUYECKOii HOpMe

Fig. 3. Patient A., 47 years old. Functional radiography 60 months after
arthroplasty.

The amount of movement in the operated and overlying segments is
preserved and close to the anatomical rate

TUM TOXIECTBEHHOCTb 3(h(HEKTUBHOCTU CTaOMIM3AIMU U ap-
TPOIJIACTUKYU MIPU OJHO- U MHOTOYPOBHEBOM IIEHHOM CTEHO-
3¢, COIMPOBOXIAIOIIEMCS] MUEJIOTIATHEH, TI0X0 TOATBEPXKIEHA
HayYHbIMU JAHHBIMU U OCTAETCSI MPEAMETOM JTUCKYCCHiA. DTOT
BOITPOC MOXET CTaTh HAINpaBICHUEM IS JaTbHEHIINX MCCIIe-
JOBaHMIA JaHHO# MeToauku [11—15].

OcoxHeHus

OcCJIOXXHEHW, CBSI3AHHBIX C HECOCTOSTEJbHOCTBIO TPOTE3a
MIIJ, B uccnemyemoii rpymiie He O6bUT0. B eTMHCTBEHHOM CTy-
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Yae y MYXUMHBI Cpa3y II0cjIe ONepaliy BO3HUKIA AUCHOHMS,
KOTopasi Ha (poHe MOCIeayIoIero MPOTUBOOTEYHOTO JIeUeHUS
HEe3HAYUTENIBHO PerpeccCHpoBaa.

OnuH 60sbHOM OBLT peonepupoBaH B 1-e cyT 1o nosoay ¢op-
MUPOBaHUSI MEXANOHEBPOTUYECKOM TIeMaTOMbl. XOPOIIMii
KJIMHUYECKHUI UCXO, BBITMCAH Ha 5-¢ CYT.

VY onHoOro mamueHTa OTMEYEHO MOBEPXHOCTHOE BOCMAaleHME
KOXHOTO JIOCKYTa, ObLIM MPOBEAEHbI MEPEBSI3KM M HeobXO-
ouMas 00paboTKa IOCIeONepallMOHHON paHBI, JOCTUTHYTO
3aXMBJIEHUE W YCTpaHeHWe BocmaieHus. B nenom meroauka
nepeiHeit JeKOMITpecCuu Ha 0a3e Halllero cTalroHapa oTpado-
TaHa, YeM 1 0ODBSCHSIETCS HU3KUIA TPOLIEHT OCIOKHEHMUIA.

3akmouenue

Pesynbrathl ucciemoBaHus yKa3plBalOT Ha TO, YTO apTpoILia-
CTUKa SIBNIsieTCS Oe30MacHBIM METOIIOM JIeUeHUs M He MeHee
adhdexTrBHa, yeM nepenHas puruaHasa duxcauus. CoxpaHe-
HUe 00beMa IBIKEHHSI BO BCEX aHATOMUYECKUX HAMPaBJIeHU -
X B OIIEPUPOBAHHOM CETMEHTE CIIOCOOCTBYET MPOMUIAKTH-
Ke 00JIe3HU CMEXHOro cerMeHTa. Mepbl peaoCTOPOKHOCTH
B paHHEM IOCJIeoNepallMoHHOM Tiepuofie Oojiee Imamsime
BBUIY TOTO, YTO CO3JaHUE CIIOHAMIONE3a HE IPEIyCMOTPEHO
M TPOTE3 JAMCKA BBITIONHSIET ABUTATEIbHYI0 (QYHKIIUIO C MO-
MEHTa MMIUIaHTAImu. KpoMe TOro, HeT HEOOXOOMMOCTH B
OrpaHMYEHUU IBUXECHMS B IEHHOM OTHENEe MO3BOHOYHMKA.
[TpotesupoBanue MIII Mpou3BOAUTCS CYLIECTBEHHO PEXE,
yeM puruaHas (UKcalMs, MO3TOMY lieJiecooOpa3Ho B Tep-
CTIEKTHBE O0BEMMHUTD MTOJTyIeHHbIE TJAaHHBIE U TIPOBECTU Mac-
mrabHoe, 6oJjiee rIy0oOKoe MCCaeN0BaHUE C LIMPOKUM CIIeK-
TPOM TTapaMeTPOB.
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K nmpo0sieMe 1MarHoCTuKu
1 BeAeHU MMallICHTOB
C IIEPBUYHOI I'OJIOBHOU 0OJIbIO
B Pecniy0iinke ApMeHU A

A.P. Bexunsn, A.E. Caakaun, 0.M. Mansensn
Epesarckuii 2ocydapcmeennbiii meduyunckuii yrusepcumem um. Mxumapa Tepayu, Epesan, Pecnybnura Apmerus

Beedenue. Toaoenoie boau (I'b) asasromes 00HUM U3 Haubonee pacnpocmpareHHsix 001ebix CUHOPOMOB, HaACMOl HPUHUHOL 00PaUEHUS 3a MEOUUUHCKO NOMOUBIO.
Pacnpocmpanennocms I'b cpedu 83pocioeo Hacenenus cocmasasem 47%, mem e Meree MHozue AH00U He NOAYIAIm IPPeKmusHoe0 JeHeHus.

Lleavo uccredosanus s6asiemcs usyHenue pacnpocmparerHOCu pazauunbix gopm nepeuyroix I'5 (muepenu, I'b HanpsiceHus, mpueeMuHANbHbIX 6e2emMamUHbIX
ueghaneuii) u Kauecmea JHCu3HU RAYUEHMO8, 00PAMUBILXCS K HEeBPOA02).

Mamepuasavt u memodst. Obcaedosaro 150 nauuenmos (113 xcerugun, 37 myscuun), 8 o3pacme 18—62 nem ¢ duaerocmuposantoii nepsuunoli I'b, coenacko kpu-
mepusm Mexcoyrapooroii Kaaccuguxayuu 20108Hbix 6oAeil.

Pesyavmamot. [lo pesyavmaman, noayennviv 6 Hauteii 8vibopke, pacnpocmpanenrocms I'b nanpsocenus cocmagasem 31%, muepenu — 60%, mpueemunanbHbix
ecemamusHvix ueaneuti — 9%, umo Gonvute, wem 8 danHbix Aumepamypbl. bonee nososunnt (61%) nayuenmos panee o6pawansucy k epauam, u3 Hux 75% —
K Heponozam, npusem ¢ 37% cayuaes obpauienue k epauam Gbia0 MHOLOKPAMHBIM.

Saxarouenue. B Pecnyonuxe Apmenus umeemcs cepvesnas Hedoouenrocms nepeuunbix I'b, nputem Kax co cmopoHsl HaceAeHus, max u co CMopoHsi épatell.
Imo npusodum k xporusayuu I'b, Heaghgexmueromy neuenuro, pazeumuto aby3ycuvix gopm I'b. Heodxo0umo yeeauuumy uHGOPMUPOBAHHOCH, HACEACHUS 0 803-
MovicHocmsx aeuenus I, nogvicumb KoMnemeHmHOCb CREUUAAUCIIOB.

Kmouesbie cioBa: Pecnyonuxa Apmenus, nepeuunas 20106Has 604b, MUePeHb, 20106HAS 00Ab HANPAICEHUS, MPULEMUHANbHbIE 8e2emaAMUG-
Hble yeghaneuu.

Anpec ana koppecnongennuu: 0025, Pecniyonuka Apmenusi, EpeBan, yn. Kopsiona, a. 2. ETMY uM. Mxurapa Iepauu. E-mail:
hvekilyan@yahoo.com. Bexunsia A.P.
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roJIOBHOM 00J1b10 B Pecrybnuike ApMeHUs. AnHanbl KauHuveckoll u sxcnepumenmanvroii Heseponoeuu 2019; 13(1): 31-35.
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Current situation of diagnostics
and management of patients with primary headaches
in the Republic of Armenia

Hasmik R. Vekilyan, Anahit E. Sahakyan, Hovhannes M. Manvelyan
Yerevan State Medical University after Mkhitar Heratsi, Yerevan, Republic of Armenia

Introduction. Headache is one of the most common complaints of patients seeking for medical care. Headaches affect people of all ages, races, income levels, and
geographical areas. They form a substantial burden on personal and social lives of patients, diminish their quality of life, and cause financial losses. The problem
of headaches (primary ones, in particular) has not been previously studied in Armenia. We aimed to focus on several types of primary headaches (tension-type
headache, migraine, trigeminal autonomic cephalalgias (particularly, cluster headaches). The prevalence of headaches in the adult population is 47%, however,
many people do not receive proper treatment.

Objective of the study was to investigate the prevalence of different types of primary headaches (tension type, migraine, trigeminal autonomic cephalalgias), and
assess quality of life of patients with headaches who sought for medical care.

Materials and methods. According to study inclusion and exclusion criteria, 150 patients with headache, who visited the Neurology Department of YSMU during
the past 4 years, were selected for further analysis. All patients were asked to complete three questionnaires: (1) A questionnaire which was compiled by us based on
diagnostic criteria of International Headache Society (2nd edition and 3rd edition beta versions), (2) Headache Impact Test, and (3) SF-36. All studied patients
were examined by a neurologist.

Results. In the analyzed population, tension-type headache was found in 31% of patients, migraine — in 60% of patients, and trigeminal autonomic
cephalalgias — in 9% of participants. More than the half of the analyzed patients have seen physicians before (75% of them were examined by a neurologist),
and in 37% of cases there were multiple referrals to a physician.

Conclusion. Data analysis showed significant underestimation (both by patients and physicians) and misdiagnosis of primary headaches in our region, especially
in respect to cluster headache. That leads to chronification of headaches, ineffective treatment, and development of medication-overuse headaches. It is necessary
to increase public awareness about the possibilities of headache treatment, as well as to increase the competence of the medical specialists.
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Beenenne

Marepuabl U METOIBI

TonoBubiMu 6omssmMu (I'B) yenmoBeuecTBO cTpamaeT M3ApeBie,
OJIHAKO 3a TIOC/eAHIE TOIbl MHTEPEC K 3TOM MpobieMe 3HaYM-
TeJpHO Bo3poc. CormacHoO I00aJbHOMY MCCIEIOBaHMIO Ope-
MeHu 6onesHeir BO3 [1], Ha murpens npuxoautes 1,3% ner,
yTPaYeHHbIX Ha UHBATUIHOCTS. [To nanHbM T. Vos u coasr. [2],
MUTPEHb 3aHUMAET §-¢ MECTO B JeCATKE Ne3a0MIUTHPYIOLINX
COCTOSTHUH.

IMomumo menuuuHckoi, I'b sSBASIOTCS Takxke cepbe3HOM Co-
IUATBHO-3KOHOMUYECKO mpobaemoit. [Ipu paccMoTpeHUn
SKOHOMMYECKOW CTOPOHBI MMEIOTCS B BUIY KaK IMpsMble 3a-
TpaThl (T.e. OOpallleHUs MaLMEHTOB B OTAENEHUS HEOTJIOXHOM
MEIMIMHCKON TIOMOIIH, K Y3KMM CIICIAINCTaM, 3aTpaThl Ha
JIOPOTOCTOSIIIIME OOCIEeIOBaHUS U JIEKApCTBa), TaK W HEMpsi-
MBIe 3aTpathl (OIUIaTa MEePUOIOB HETPYIOCIIOCOOHOCTH, CTpa-
XOBBIE BBITUIATHI 1 1P.). PUHAHCOBO-3KOHOMUYECKUE PACYETHI
MOKAa3aJIi, YTO Cpeay HeBPOIOTHIeCKUX 3aboneBanuii I'b 3a-
HUMAIOT 3-€ MECTO M0 MaTepHaIbHBIM 3aTpaTaM IOoCJIe TeMeH-
LM 1 HApYIIEHUH MO3roBOro KpoBooOpaiieHus. Hampumep,
B CIIA 3arpaThl Ha MpOMyleHHYI0 pabOTy OLIEHWBAIOTCH B
cpenHeM B 1,4—17 mupa poan. exerogHo (200—800 gont. B roa
Ha manueHrTa) [3].

Kpome Toro, mauueHt, crpamaoumuit ot I'b, omrymiaer cebs
«yIIEPOHBIM» «HETTOJTHOLIEHHBIM», TEM CaAMBIM OTHAJISIETCS OT
CeMbU U BIIOCEACTBUM OT obliecTBa. Takum obpazom, I'b me-
pecTaeT ObITh IPOOIEMOIL Kb UHAXBUAYYMA, CTPAdAIOLIErO
OT Hee, a MPOoeIMpPYyeTCsl Ha BCIO €r0 CeMbIO M 00IIIECTBO.

CornacHo manHsiM BO3, I'b saBnsirotcss BceMupHoii pobJie-
MO, Mmopaxaroleii Jofeil He3aBUCMMO OT BO3pacTa, pachl,
VPOBHSI JOXOJOB U reorpaduyeckoro paitona [1]. Pacmpo-
cTpaHeHHOCTh I'B cpeau B3poCaOro HaceleHUs] COCTaBIISIET
47%, TeM He MeHee MHOTHE JTIOIU He TTOTyJaioT 3 deKTHBHO-
ro seueHus (Hampumep B CILA, Benuxkobpuranuu u Cesep-
Hoit Mpnanauu 3a 2011 . iuinb 2/3 MalMeHTOB ¢ MUTPEHBIO
OBLT MOCTaBJIeH MpaBUIbHBIA TuarHo3). HecMoTps Ha Ham-
Yie YeTKMX IMarHOCTMYECKUX KPUTEPUEB, TPEITOXKEHHBIX
MexayHapoJIHBIM OOLIECTBOM TOJIOBHOI Oomu [4—6], mep-
BuuHbie I'b (I1I'G), ocobeHHO TpUreMHHAIbHBIC BEreTaTHB-
Hele nedanruu (TBLI), ocTaroTcs HEAMAarHOCTUPOBAHHBIMU,
MalMeHThl 3aHUMAIOTCS CaMOJICYeHHEM, UYTO MPUBOAMUT K
xpoHuzauuu I'b u pazsutuio ady3zycHbix GpopM. OCHOBHBIMU
MPEISTCTBUSAMU SIBJISIOTCS HEIOCTATOK 3HAHMIA CPeIy MeIHt-
LIMHCKUX paOOTHUMKOB, IJI0Xasl OCBEIOMJIEHHOCTh HaceleHUs
0 BO3MOXHOCTSIX 3 dexTrBHON Tepanuu. ['b He BocIpuHM-
MaloTcs HaceJeHUEM B KaueCTBE Cephe3HOM MpOoOJeMBI, T.K.
OHU B OCHOBHOM HOCSIT 3MU30MYECKUIA XapaKTep, HE TPUBO-
ISIT K CMEPTH U HE 3apa3Hbl.

Ienpto vccnenoBaHust ObLIO M3yYeHUE PACTIPOCTPAHEHHOCTU
pasnuuHbix ¢opm [II'b: murpenu, I'b Hanpsxenust (I'BH),
TBLI y maiueHToB, 00paTUBIIMXCS K HEBpoJIory 1o nosoay I'b
B Pecniyonuke ApmeHust.
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IMpoBeneHo cKpMHUHTOBOE oOciaeqoBaHue 150 malueHTOB
¢ IITB.

Kputepuu BKII0UeHMS:

* Bospact 18—70 niet;

+ Hammyue T1TB: murpenn, I'BH, xnacrepHoii I'b (KI'B) u apy-
rux peako Bcrpeyaembix I1I'D;

+ Bepudukanusa ['b B crnenuanM3upoBaHHOM MEIMIIMHCKOM
VUPEXICHUU.

Kputepuii uckimoyeHus: 1eTCKuit Bo3pact (1o 18) 1 moxwoit
Bo3pact (ctapiue 70) Bo uzbexaHue HEMOHUMAHUS TECTUPO-
BaHUSI.

Bcemu manmeHTaMu ObUIM 3aIOJHEHBI OIPOCHUKY 110 I'b, co-
CTaBJICHHbIE HAMM Ha OCHOBAaHUU JIMAarHOCTUYECKUX KPUTEPU-
€B, TPEIIOXEHHBIX MeXIyHapOTHBIM OOIIECTBOM T'OJIOBHOIMA
6o, Tectbl HIT (Headache Impact Test) u SF-36, mpoBeaeHo
JieTabHOE U3YYeHME HEBPOJOTUUECKOTO CTaTyCa.

[MauueHTs naBaiu MHOOPMUPOBAHHOE COTJIACKE Ha BKIIOYE-
HUE B MCCENOBAHNE. DTUYECKMIA aCTIEKT MCCIENOBAHMS OBLT
paccmotpeH Komuterom no 6uostuke ETMY um. M. Iepaiy.

Pesyabratel n 00cyxeHue

V 150 06cemoBaHHBIX HAMK TaleHTOB MuUrpeHb M TBL BI-
SIBJISUTUCH Yalle 10 CPaBHEHWIO C JaHHBIMY JINTepaTyphl. Tak,
B Hallleil BBIOOpPKe PacIpoCTPaHEHHOCTh MUIPEHH COCTABMIIA
60% (1o maHHbBIM JuTepaTyphl — 10—15% [7—13]). Boabumit
IPOLEHT MUTPEHM, MO BCE BUAMMOCTHU, OOBSICHSIETCS TEM,
4TO OHa SIBJISIETCs OoJiee Me3a0MIUTUPYIONIEH 1O CpaBHEHUIO
¢ I'bH, B cBs13u ¢ yeM GoJibllIee YUCIIO MALIMEHTOB 0OPATUIOChH
32 MOMOILBIO K CIIELIMATUCTY.

I'bH o6HapyxeHa y 31% nauueHToB Hallieii Boioopku. 1o gaH-
HBIM pa3lnyYHbIX uccaenoanuii, [BH cocraBnsier B cpenHem
30-80% cnyuaeB I'b [8, 14—16]. CormacHo maHHbIM BO3,
6osee 70% HaceneHus crpagaior or [ BH, 13 KoTopbIX 0K0JIO
3% nipuxomutcst Ha XxpoHuueckue Gopmsi [1].

¥V 11% nauuentos BoisiBieHa xponnyeckass [BH, y 9% ona co-
yeTanach ¢ MUTPEHbIo, a y 8% — ¢ MUTpeHbIo ¢ aypoii. Beero
MUTPEHDIO ¢ aypoii cTpafanu 22% MalueHToB.

TBII BoisiBnens y 9% nauuentos (KI'b — y 5%, mapokcus-
MajbHas TeMHMKpaHusi — y 3%, reMMKpaHus KOHTMHYa —
y 1%). Ilo maHHBIM nuTepaTyphl, pacnpoctpaneHHocTs KI'b
Koneosercs B mpenenax 0,1-0,2% (1-2 ciayvast Ha 1000 yeno-
Bek) [17, 18].

V 1 nauuenTta ObLTH KpaTKOBPEMEHHLIE OTHOCTOPOHHUE HEB-
paJIrTM4Y€CKUC Ibc MHBEIUPOBAHUEM KOHBIOHKTUBBI 1 CJIE€30-
TCUYCHUEM.



OPUTMHAITBHBIE CTATBIA. KnuHuyeckas HeBponorust

Ta6mua 1. Pacnpenenenue 6ombhbix ¢ I'B no noxy
Table 1. Distribution of patients with various types of headaches by gender

MepBuyHasi ronogHas 6ob

Iwarno3 / Diagnosis XeHwuubl / Women (n=113)  MyxuuHbl / Men (n=37) Bcero / Total
I'BH / Tension-type headache 38 9 47
MurpeHb / Migraine 70 20 90
TBL, / Trigeminal autonomic cephalalgias:
KI'b / cluster headaches 7 7
napokcu3manbHas reMukpadna / paroxysmal hemicrania 0 4
reMUKpaHUs KOHTUHYa / hemicrania continua 0 1
KpaTKOBp(.J,MeHH.bIe OAHOCTOPOHHME HEBPANTU4EcKie 6/ 0 1 1
Short-lasting unilateral neuralgiform headache
Ta6mmua 2. Bo3neiicteue I'B Ha exe/lHeBHYI0 AKTHBHOCTb NALMEHTOB
Table 2. The impact of headaches on the daily activity of patients
TN LB Tension-t;l::: {leadache MN}Iii;':Ernbe/ Trigeminal aut::t:.lm/ic cephalalgias B'tl:'ztr:ll
BbipaxxeHHoe / Significant impact 24 65 9 98
YmepeHHO BbipaxeHHoe / Moderate impact 16 17 3 36
Het / No impact 6 9 1 16
Bcero / Total 46 90 13 149
Ta6mua 3. KomnyecTBo G0IBHBIX, MOMYYABIIMX GOJIEYTONSIOMUE CPEICTBA
Table 3. The number of patients receiving antalgics
Mpuem npenaparos / Medicine intake ~ TbH / Tension-type headache ~ Murpens / Migraine KIb / Cluster headaches Bcero / Total
Het /No 11 11 2 24
Na/ Yes 36 79 11 126
Bcero / Total 47 90 13 150
Taomuna 4. Bosneiicrsue I'b Ha kauecTBo xku3uu nanuentos (1o mkajie HIT)
Table 4. The impact of headaches on the quality of life of patients (HIT scale)
BoapeiicTaue / TBH / MurpeHb / TBLU / Beero /
Impact Tension-type headache Migraine Trigeminal autonomic cephalalgias Total
OyeHb 3HaunTenbHOE / Very significant 14 23 8 45
3HayuTenbHoe / Significant 9 27 & 39
HekoTopoe / Moderate 18 31 2 51
HesnauutensHoe / Insignificant 6 9 0 15
Bcero / Total 47 90 13 150

Pacnpenenenue I'b o oy BeISIBUIO IPeBaIMPOBAHNE MUTPE-
Hu u 'bH y xenmun, KI'b — y MyxuuH (Tadm. 1), 4To cOOTBET-
CTBYET JAHHBIM JIUTEPATYPhl O TOM, YTO XEHIIMHBI CTPANAIOT
MUTPEeHbI0 B 2—5 pasa yvaiie, yeM MyxuuHbl [19], TBH —
B 5 pa3 vartge [8, 14—16], a KI'b npeBanupyior y MykuuH (B 2—
6 pa3 yamie) [20, 21]. Yacrora I'b mpeBanupoBana y KeHIIMH
BO BCEX BO3PACTHBIX IPYIIMAX.

Oco0Oblit MHTEpEC MPEACTABAAIOT JaHHbIE U3YYeHHUsI oOpala-
€MOCTH ITallMeHTOB K BpayaM — KaK K HeBpPOJIOTaM, TaK 1 K
JpyruM creruanuctam. bonee momosunsl (61%) maiueHToB
paHee obpalaiuch K BpayaMm, U3 HUX 75% — K HeBpoJIoraMm,
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npuyeM B 37% ciaydaeB oOpalleHue K BpayaM ObLIO MHOTO-
KpaTHbIM. DBONBIIMHCTBO OCMOTPEHHBIX MAllMEHTOB CTpa-
gamu ['b MHOTHME Trombl, MPOIIIM MHOTOYHMCICHHEBIE TOPO-
rocrosiiue 0o0CIeNoBaHMs, MOJyYyald HeCOOTBETCTBYIOIEE
JiedeHre. DTO TPUBEJI0 K XPOHMW3AIMM TIpollecca, 3HAUM-
TeIbHOMY CHIZKEHMIO Ka4eCTBa XKM3HM MMAIMCHTOB M MTOTEpe
BePHl B MEAULWHY M/WIN BO3MOXHOCTD YIYUIIEHUS CBOETO
COCTOSTHHA.

HauGosbliee Bo3aeiicTBUe Ha OBCEIHEBHYIO aKTUBHOCTD Ma-
LIMEHTOB OKa3biBanu MurpeHb U KI'b (Tadm. 2), uto erme pas
TIONTBEPXKAAET UX NEe3a0MINTUPYIONIMIA XapaKTep.
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Fig. 1. Quality of life of patients with headaches evaluated with on SF-36 scale.

A, physical component of health; B, psychological component of health

AHanM3 JaHHBIX IO KCIOJb30BAHMIO DPA3IMUYHBLIX 00JeyTO-
JITIONIUX CPENCTB TaKXKe HEMAJIOBaXXEH B TUIAHE HajbHEUIIEH
npodunaktuku ady3ycHeix I'b. B OonblmHCTBe ciyyaeB, He-
3aBucuMo ot Tumna I'b, BhIsiBIEeHO 310ynoTpebneHe 60neyTo-
JISIIOIUMMU cpeacTBaMu (Tabi. 3).

Ilpu oneHke KayecTBa XM3HM mMauueHToOB mo mikame HIT
Haubonee BhicoKue O0auibl npuxoaunrch Ha KI'b u murpenn
(tabsn. 4). Yem Boime 6amtsl HIT, TeM 3HauuTenbHee Bo3neii-
CTBUE Ha Ka9eCTBO XKU3HU TAIlEHTA.

Ouenka Bosneiictsud I'b Ha kadecTBO X13HM 110 1IKaiae SF-36
T0Ka3aJ1a, YTo OAJUTBI (DM3MIECKOr0 KOMITOHEHTA 30POBhS HAM-
6onee Hu3kue mpu KI'b (puc. 1A), T.K. npu 3tHx dopmax I'b
00J1eBOI CHHIPOM HanOoJIee BhIpaKeH M ITAIIMCHTHl YTOMJICHEI
(pusnuecku. bannbl ICUX0MOrMYECKOro KOMIIOHEHTA 310POBbS
Obutn Hanbosee HU3kUMu nipu ['BH (puc. 1B), TX. npu stom
Bune I'b ocHOBHOE 3HaUeHKE MMEeT SMOLMOHAIBHBIN (haKTop U,
ClIeI0BaTeNbHO, MALIMEHTHI UCTOILEHbI MICUXOJOTUYECKH.
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3akmoyenue

[Tpu aHaM3e MONTYYSHHBIX M M3YYSHHBIX HAMHU TaHHBIX CTAHO-
BUTCS OYEBUIHOW Cepbe3Hast HeMOOIEHHOCTh pobieMsl I'b B
Pecnyonuke Apmenus. IIpobGreMa HOCUT IBYCTOPOHHMIA Xa-
paKTep — OTCYTCTBUE aieKBaTHOM OLIEHKM CO CTOPOHBI KaK Ha-
CeJIEHMS], TaK U CO CTOPOHBI Bpaueii 0011ero mpohuis U y3Kux
CIIEIIMAIMCTOB, YTO, B CBOIO OUepe/ib, IPUBOIUT K XPOHU3ALIUH
I'b. [epexon sanuzoaunyeckux opm I'b B xpoHUUeckue cHka-
eT 3¢ (hEKTUBHOCTD JICUCHUS U MOXET IIPUBOAUTD K Pa3BUTHUIO
a0y3ycHbIX popM I'B. BoblIMHCTBO MallMeHTOB HAUYMHAIOT 3a-
HUMATBCS CaMOJICUYCHNEM U TIOYTH €XKeTHEBHO 3JI0YIIOTPEOIIs-
10T 0OJICYTOJISFOIIIMMU CPEACTBAMMU.

HeobxomumMo yBenmmuuth MHGOPMUPOBAHHOCTD HACENCHUS O
MpUYMHAX U MeToax obcienoBaHust mpu I'b, a Takxe Bpauei
Pa3IMIHOTO IPOGUIIS O pa3HOM TeHe3€e STHX XKaJlo0 1 BO3MOX-
HOCT$IX TaTOT€HETUYECKOr0 JICYEHHUSI. DTO MO3BOJUT MPOBECTU
Oouiee LIMPOKOE HaydHOE KccienoBaHue podaemMsl I'b.
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CyTO4YHbBI IPOPUIH
apTepHUAJIbHOIO JaBJICHUSI
1 MUKPOCTPYKTYPHBIE U3MEHEHU S
BEIICCTBA I'OJIOBHOI'O MO3Ta
y OOJIBHBIX C LIepeOpaJIbHOU
MUKpOAHTHUOIIaTUEN
1 apTepUaJIbHOU I'MIIEPTEH3UEN

JLA. Jloopeiuna’, K.B. Illamtuesa', E.U. Kpemuesa', JI.A. Kanamnunkosa', M.B. Kporenkosa!, E.B. I'ienosckas’, A.b. Bepraaun?

IQIbHY «Hayunbiii uenmp nesponoeuu», Mockea, Poccus;
@I'BOY BO «Mockosckuii eocyoapcmeennbii yrusepcumem um. M.B. Jlomorocosa», Mockea, Poccus

Beedenue. Ilpumenenue cospemerHbIX eUnOMeH3UBHbIX NPENAPAMOB YIVHULLAO MedeHue APMePUANBbHOL UNEPMEH3UL, HO He HPUBENO K 0JCUOGEMOMY CHUNCEHUIO
€6513aHHOI ¢ Hell yepebpavoll mukpoareuonamuu (LIMA) u ee ocroxcrenuil, umo 0060cHo8bI8aem danbHeliuiee U3VHeHUe MEXAHUIMO8 NOBPENCOEHUS 20108HO20
Mo32a npu apmepuanvhoil eunepmensuu (AI).

1]eav uccaedosanus: uzyuums eausHue CYmouHO20 RPOPUAS apmepuanviozo oasaerus (AZ) Ha cocmosiHue MUKPOCIPYKHTYPbl 201081020 Mo3ea Y GoabHbix ¢ LIMA
u AT no dannvimn dudysuonro-menzoproii MPT.

Mamepuaa u memoost. O6caedosaro 64 Gonvhbix (cpednuii gospacm 59,4%5,4 200a; 59,4% acenuqur) ¢ LIMA u AT, Bcem 6oabHbim nposedero cymouroe MOHUMO-
puposanue AJl, duddysuonno-menzopuas MPT. Baaumoces3b ucciedyembix noKazameneii OueHusanu ¢ HOMOUibI0 Memooa MHO20MaKmMopHO20 CamMUCu1ecKk020
AHAAU3A — AUHELIHOZ0 Pe2pecCUOHH020 AHAAU3A.

Pesyasmamot. Hamenenus npoguas ALl no danHbim cymoyH020 MOHUMOPUPOBAHUS, OblaU CBA3AHbI C NOBPENCOeHUEM MUKPOCIPYKIYPbI 8 HOKCMAKOPMUKAABHOI
eunepurmencusHocmuy 0enoeo eeujecmea nepeonea00Holl, BUCOYHO-MeMenHol o0aacmeil u 3a0HUX omdenos nosicholl uzsununsl. TpeumyuwecmeenHoe 3Hauenue
6 NoBpexcOeHuUU MUKPOCPYKMYypbl OGHHbIX 00AdCmell 20108H020 M032 ¢ YeeauHeHueM cpedHeil u paouansholl Oudgysuu umeu nosvitieHue U 8apuadesbHocms
duacmonuueckozo A/l

Sakarouenue. Boisgnennvie ceasu npoguas AL ¢ MuKpocmpyKmypHoiMu UzMeHeHUSMU, YKA3bIeAowUMY Ha yéeauuenue oug@ysuu ce0000Hol 600bi U nOGpedc-
OeHuie MueauHa 8 IKCMAaKoPMUKAAbHOI 2UnepUHMeHCUBHOCY 0e1020 eujecmed U 3a0HUX 0MOeAax NOSCHOI U3BUALHDL, CO2AACYIOMCS C IKCHEPUMEHMAAbHBIMU
OaHHbIMY 0 POAU CPbIBA PeaKyuy aymope2yrsyuu 8 cocyoax Kopbl ¢ NoBbileHUeM RPOHULAeMOCTY eeMamo3Hyeauteck020 6apbepa u HUCXO0TUUM 8a302eHHbIM
O0MeKOM 8 NOPAXCeHul 20106020 Mo3ea y boavkbix ¢ AL TTosviuenue u sapuabenshocmy duacmonuteckoeo AL umerom npeumyuecmeerHoe nauenue 05 MUKpo-
CIMPYKMYPHO20 NoBpedicOeHus Oenoeo eeuecmsa y 60avHbix ¢ LIMA Ha nocmoskHol aHmueunepmen3ueHoll mepanuu.

KioueBbie c10Ba: apmepuanvias 2unepmen3us, yepedpansias MUKpoaneuonamusl, CymoyHoe MOHUMopuposaue apmepuansioeo 0aeieHus,
duacmonuueckoe apmepuanbHoe 0agaeHue, MUKpoCmpyKkmypHole uzmenenus, dugpgysuonno-mensopnas MPT.

Anpec 11g Koppecnonaenmau: 125367, Mocksa, Bonmokonamckoe 1., 1. 80. ®T'BHY HIIH. E-mail: dobrla@mail.ru. JoopeiauHa JI1LA.

Jns maruposanus: JJoopeinuHa JI.A., [llamtuesa K.B., Kpemuesa E.W., Kanamnukosa JI.A., Kpotenkosa M.B., [Henosckas E.B.,
bepnanun A.b. CyTounbiii IpoGuib apTepUaIbHOIO JaBIeHUS 1 MUKPOCTPYKTYPHBIE M3MEHEHUS BEILECTBA FOJIOBHOIO MO3ra y 00J1b-

HBIX C uepeﬁ%anblgoﬁ MUKPOAHTHOMATHEN U apTepUabHOM TMIIEPTCH3UEH. AHHAAbI KAUHUMECKOU U IKCNEPUMEHMANbHOL HeapPoAoUlU
2019; 13(1): 36—46.

DOI: 10.25692/ACEN.2019.1.5
Daily profile of arterial pressure
and brain microstructural changes in patients
with hypertension-related cerebral small vessel disease

Larisa A. Dobrynina', Kamila V. Shamtieva', Elena I. Kremneva', Lyudmila A. Kalashnikova', Marina V. Krotenkova',
Elena V. Gnedovskaya', Aleksandr B. Berdalin’

!Research Center of Neurology, Moscow, Russia;
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LiepebpanbHas MUKpOaHrMonaTus

Introduction. Application of modern antihypertensive medications has improved the course of arterial hypertension (AH), but has not led to the expected decrease
in small vessel disease (SVD) incidence and its complications. This fact encourages further investigation of hypertension-related mechanisms of brain damage.
Objective: to study the relation between daily profile of blood pressure and brain microstructure changes in patients with both SVD and AH.

Material and methods. The study included 64 patients (38 — 59.4%) female, mean age 59.4%5.4 years) with both SVD and AH. Ambulatory blood pressure
monitoring and diffusion-tensor MRI were obtained for all participants. The relation between studied parameters was estimated using the multivariate statistical
analysis method — linear regression analysis.

Results. Changes in daily profile of blood pressure according to ambulatory blood pressure monitoring data was associated with microstructure abnormalities of
the juxtacortical white matter hyperintensities (JWMH) of anterior frontal lobes, temporal-parietal regions and left posterior cingulate cortex. An increase and
variability of diastolic blood pressure were of primary importance in brain microstructural damage in mentioned areas leading to mean diffusivity and radial
diffusivity increase.

Conclusion. The revealed relation between daily profile of blood pressure and brain microstructural changes indicating increase of free water diffusivity and
myelin damage in jJWMH and posterior cingulate cortex corresponds to the experimental data on the breakdown of the autoregulation reaction in cortex arteries
and further increase of brain-blood barrier permeability with descending vasogenic edema in brain damage in hypertensive patients. An increase and variability of
diastolic blood pressure have primary importance to microstructural damage of white matter in patients with SVD receiving antihypertensive treatment.

Keywords: arterial hypertension, cerebral small vessel disease, 24-hour arterial blood pressure monitoring, diastolic blood pressure, brain
microstructural changes, diffusion tensor imaging.

For correspondence: 125367, Russia, Moscow, Volokolamskoe sh., 80. Research Center of Neurology. E-mail: dobrla@mail.ru. Dobrynina L.A.
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profile of arterial pressure and brain microstructural changes in patients with hypertension-related cerebral small vessel disease. Annals of
clinical and experimental neurology 2019; 13(1): 36-46. (In Russ.)
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Bsenenne u poHuriaeMoct I'9b) u muamaszoHa ayTopery/siiuy MO3To-
BOTO KPOBOTOKA. B 3THx ycoBusx BapuadenbHocTh AJl MOXeT
LlepedpanbHas Mukpoanrronatust (IIMA), cBs3aHHas ¢ BO3- HMMETh 0COOYI0 MATOreHETUYECKYI0 3HAYMMOCTD IS Pa3BUTHUS
pacToM U COCYAMCTHIMU (hakTOpaMM pUCKa, SIBASIETCS Haubo- LIMA. Tlpu skcnepumeHTadbHO Al ycTaHOBJIEHBI KaK BO3-
Jiee 9aCTOM MPUIMHON Pa3BUTUS MIIEMHICCKUX (JTAKYHAPHBIX) MOXHOCTb M3MEHEHHUSI IUara3oHa ayTOPETY/ISIU MO3TOBO-
MHCYJIBTOB, 3HAYMTEIbHON YacTH KPOBOMBIUSHUM B MO3T, OC- r0 KPOBOTOKA, TaK U TOCJICICTBUS €€ CPhIBa, KOTIa KPOBOTOK
HOBHOW MPUYUHON COCYTUCTBIX KOTHUTUBHEIX PACCTPOICTB U MacCUBHO cienyeT 3a AJl, 4To mociesoBaTeNbHO MPUBOIUT K
CMeIIaHHKIX ¢ 0one3HbI0 AnblireitMepa dopm [1, 2]. Bexymmm BBICOKOMY KPOBEHAITOJHEHUIO, MOBLILICHUIO MTPOHMULIAEMOCTH
(akropom pucka IIMA sBnsieTcst apTepuaibHasi TMIIEPTEH- I'Db ¢ pa3ButveM Ba30reHHOro ((GUIBTPAllMOHHOTO) OTeKa,
3ust (A) [1, 3]. B Hameit ctpane cBsizb Al v TopaxeHust MO3- HApYIIEHUIO BEHO- U JIMKBOPOLUMPKYJISALKWUA, PA3BUTHIO BTO-
ra u3yyajachb B paMKax TMCIMPKY/ISITOPHOM 3HIEdanonaTuu py4HOM nueMun [5, 36]. MBI MCIONB30BAIM 3HAHNE JTAHHBIX
[4—21]. CBaszb AT ¢ pazsutueM LIMA nmoarBepxueHa Mopdo- 3aKkoHOMepHocTei, pe3ynsratl CMAJIL 601bHbIX ¢ [IMA 1 AT,
Jorudecku [6, 7, 22, 23], skcniepuMeHTanbHO [, 24], a Takxke BO3MOXHOCTH COBpeMeHHOI nuddy3noHHO-TeH30pHoit MPT
COOTBETCTBUEM JUIST OOJIBUIMHCTBA CIY4aeB €€ TSKECTH BbI- (AT-MPT), no3Bossioleii OLeHUBaTh MUKPOCTPYKTYpY Oeo-
paxenHoctu MPT-npusnakos IIMA: runepMHTEHCMBHOCTH IO BEILIECTBA HA OCHOBE M3MEHEHUI B HEM Iu(dy3uu cBoOOI -
6enoro Bemecta (TMBB) u maky [25, 26]. TIpu nmpoBeaeHuK HOI1 BOIBI, I YTOUHEHMSI BO3ZMOXHOTO BIMSHHUS CYTOYHOTO
cyrouHoro MonutopupoBanus AJl (CMA]I) ycTaHOBIEHO, UTO npoduns AIl Ha UBMEHEHUE MUKPOCTPYKTYpPhI O€I0ro Bellle-
Takue nposiBieHust A, Kak BBICOKMI CYTOYHBIM ypoBeHb AJl CTBa rOJIOBHOTO MO3Ta.
(TurepTeH3MBHAS HATPy3Ka), HapylIeHUe IUPKATHOTO pUTMa
C OTCYTCTBHEM WIHM 4Upe3MEpHBIM CHIDKeHHEeM AJl B HOUHBIC B moctymHoii nuTepaType HaM BCTPETHIIOCH JIMINL OTHO HC-
Yachl, aCCOLIMUPYIOTCSA € OoJiee TSKENbIM MOpaxeHUeM I'oJI0B- cliefioBaHue, ucnoJb3yromiee pe3ynsratel CMAJL coBMeCTHO ¢
HOTO MO3Ta ¥ BBIPaXXeHHBIMU KIMHUYECKUMU TIPOSIBICHUSIMU OLICHKOM apTepHalbHOTO KPOBOTOKA JUIST YTOUHEHMS X BIIHS-
[9, 27, 28]. [TonyyeHHbIE TaHHbIE TIO3BOJIMIU CHOPMYINPOBATH HUSI Ha COCTOSIHME MMKPOCTPYKTYphI Oenoro BemiectBa [37].
KOHIIETIIIMIO TPUOPUTETHON 3HAYMMOCTH BaprabenbHoCcTH AJl ABTOpBI BBISIBIJIM CBSI3b MTOBBITIEHHOTO My TbcoBOro AJl u ina-
B Pa3BUTHHU COCYIMCTHIX ocaoxHeHuit [9, 29, 30]. Jleuenue Al CTOJIMYECKOTO MHIEKCa (OTHOIICHHE AMACTONMYECKOrO KpO-
C TIOMOIIBIO COBPEMEHHBIX aHTUTUTIEPTEH3MBHBIX TIPEMapaToB BOTOKa K CpeIHEeMY 10 TaHHBIM (pa30Bo-KoHTpacTHoit MPT) ¢
u3MeHuno cTpykrypy Al ¢ mpeobramanneM MATKUX (GOpM, UTO, MOBpEXIEHUEM MUKPOCTPYKTYPHI OEJIOTO BEIIECTBA M IIPEATIO-
OJIHAKO, He MPUBEJIO K 0XUIaeMOMY CHIKEHUIO B TIOMYJISLIUM JIOXWIIM, YTO UMEHHO HapyLIEHUE IMACTOIMYECKOTO MHIEKCA
LIMA ¥ cBSI3aHHBIX ¢ Hel0 KOTHUTUBHBIX paccTpoiicTB. Hemmpas SIBJISIETCS] TPUYMHON €€ TIOBPEXIEHMS.
UCKITIOYUTh, YTO TOJTy4aeMble B TIOCIEIHIE TOMbl YOeIUTEb-
HBIE CBUETENBCTBA NMPEMMYIIECTBEHHON POJIM MOBPEXKACHMUS Ileap uccnenoBanus: M3YYMTh BIMSHUE CYTOYHOTO Mpoduiis
SHIOTENUS C BBHICOKOM IPOHUIIAEMOCTHIO TeMaTOSHIIE(haTH- AJl Ha cOCTOSTHME MUKPOCTPYKTYDPBI TOJIOBHOTO MO3Ta Y 00JIb-
yeckoro 6apnepa (I'DB) B passutuu LIMA [31-35] saBasiorcs HbIX ¢ LIMA u AT o nanubiM IT-MPT.
3HAYMMOIA TPUIMHON TIOpaKEeHHUS BEIIECTBA TOJIOBHOTO MO3Ta
U COXPAHSIOIIUXCS KOTHUTUBHBIX PACCTPOMCTB Y OOJBHBIX C Marepuaibl 1 METOIbI
koHtponupyemoii Al TTockombKy BbICOKasi MPOHUIIAEMOCTb
I'Sb y 6onmbHBIX ¢ A" MOXET OBITH POSIBIICHUEM CPHIBA pPeaK- ITpoBeneHo obcnemnoBaHue 73 OOMBHBIX (CPETHUI BO3PACT
LI ayTOPETyJISLUU MO3TOBOTO KPOBOTOKA, MOXHO IPEAro- 60,1£6,5 rona; u3 Hux 47 (64,4%) xeniyH), npomreamx MPT-
JaraTh, 4T0 MHOe TeueHue Al TpmBeno K M3MEHEHUIO COOT- UCCIIeIOBaHUE B OTAeJeHUU JydyeBoi nuarHoctuku OIBHY
HOILLEHMSI BEAYLIUX MEXaHU3MOB MMOPaXeHUsT MO3ra (MIIEMUU HIIH c ssuBapst 2016 1. mo nexadpb 2017 I. ¥ yIOBIETBOPSIOLINX
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CIENYIOIMM KPUTEPHUIM: BO3pacT OONbHBIX 46—69 jieT; 060-
cHoBaHue nposefeHnss MPT — Hanuure KOTHUTUBHBIX XKaj100
(CHMXeHWE TIaMSITH, BHUMaHUS, 3aMeEIUICHWE MBINUICHUS U
1p.); uaMeHenust Ha MPT, cootBetcTBytonue [IMA no kpure-
pusam STRIVE [1] npu o6sizatensHoM npucytetsuu TMBB [1,
38]; namuuue cornacus Ha npoBeneHre CMAJIL.

Kpurepnun HeBKITIOUEHUS:

* OOJIbHBIC C KOTHUTUBHBIMU PAaCCTPONCTBAME BCIIEACTBHE 00-
nie3Hu Anblreiimepa [39, 40];

Jr00ast IpyTast IPUMIMHA MHCY/IBTa WK AU OY3HOTO Topaxe-
HUst Mo3ra, Kpome LIMA,;

arepockiepoTnyeckoe mopaxeHue (>50%) skcrpa- uim
HMHTPaKPaHUATBHBIX aPTePHIA;

TSDKETash COMaTWJecKas ITaTOJIOTHS: KapAuaibHas (dpak-
uus BeiOpoca <50%), metaboiauMyeckas (caxapHblii Auader
1-ro Tuma, caxapHblil IMa0ET 2-T0 TUIIA C TSKENBIMU COCY-
JIVCTHIMU OCJIOXXHEHUSIMH U Ha MHCYJIMHOTEPATINH), TI0Uey-
Hasl HeIOCTaTOUYHOCTh (CKOPOCTh KITyOOUKOBOM (DIIBTpaIliy
<30 My1/MMH), HEKOMIIEHCUPOBAaHHbIE HApYLIeHUsT (DYHKIIAK
IIATOBUIHOM XeJe3bl, MHA;

* MpoTuBonoka3anus aist MPT-uccnenoBaHus.

Kputepusamu nckmoueHus outu 6onbHbie ¢ LIMA 6e3 AT

¥V Bcex 60JIbHBIX OLIEHMBAIU KJIacCUYeckKue (PakTophbl COCYAUC-
Toro pucka (A, caxapHblii AMa0eT, TUMEPXOJeCTepUHEMMUSI,
oxupenue, kyperue) [41]. Hamrawe Al ee crereHp 1 0cobeH-
HOCTHM, BKJIIOYAs MPUEM aHTUTUIIEPTEH3UBHBIX IPENapaToB,
YTOUHSUTHCH TI0 TaHHBIM aHaMHe3a, TPEXKPaTHOTO M3MEePEHUS
AJl B Te4eHHE CYTOK Ha MPOTSLKEHUH 2 CYT, 3HAYCHUI CUCTO-
nmueckoro (CAl) u nuactoauveckoro AJIl (IAH) mo CMAJL.
AT muarHoctupoBanach mpu yposHe Al >140/90 mm pT. cT.
AT I crenenu cootBercTBoBaga Al 140—159/90—99 MM pT. cT.,
AT 2 crenenn — Al 160—179/100—109 mm pr. cT., AT 3 cre-
nenu — Al >180/110 mm pr. cT. CaxapHblit 1uabeT OLeHMBAIK
KaueCTBEHHO TI0 €T0 HAJIMUMIO/OTCYTCTBUIO, TUTIEPXOJICCTEPH-
HEMHUIO — I10 YPOBHIO OOLIETo xojecTeprHa >6,2 MMOJb/1 6e3
JIeYeHUs WK Ha (oHe JieueHUs, KypeHue — 1o (akTy B HaCTO-
SIIIIEM 1 TIPOIIIIOM, OKMPEHHNE THATHOCTUPOBAIH IIPU WHICKCE
Macchl Tesia >30 Kkr/Mm2

Bcem 6ompHBIM TpoBomt CMA/L oCIIMIITIOMETpUIECKIM Me-
togom ammaparoM «MIIT-HC-02¢ BOCXO/» (000 «IMC
Iepenosrie TexHonoruu»). IloayyeHHbIe AaHHBIE 00pabAThI-
BaJIi B rporpamme dupMui-iponssoautesss. CMA/L mpoBomau-
JIV BO BpeM NPeObIBAHMS B CTAIIMOHAPE, B CBSA3U C YeM BpEMS
CHa W OOAPCTBOBAaHMS, 3aKOAMPOBaHHOE B MpUOOpPE, COBIMA-
JaJio ¢ MEIMLIMHCKUM pexkuMoM. MamnxkeTta anmapata CMAJL
yCTaHABIMBAIAch Ha HEIOMUHAHTHOM Tuiede, ALl M3Mepsin B
TeyeHune 24—26 4 ¢ MHTEPBATIOM U3MEPEHUIA B THEBHOE BPEMS
30 MuH 1 B HOuHOE BpeMs 60 MUH. Y BceX GOJBHBIX OBLTO 0-
cruriyto >70% ychenHbiX uaMepeHuii. s comocTaBaeHui
ObLTM 0TOOpaHbl mokazatean CMAJL, paHee moKa3aBILUe CBOIO
3HAYMMOCTP B Pa3BUTHH MOPAXEHUS MO3Tra y 60IbHEIX ¢ Al [9,
27] u/vny BolIeAIINe B POCCUMCKHIE U 3apyOeXXHbIe PEKOMEH-
nauyy oueHku pesyisratoB CMAL [42—44]. HopmatuBHbIE
3HAYeHUs yIUTHIBaeMbIX mokasaresneir CMAJl OblIM ycTaHOB-
JIEHBI B TIporpaMMe (DUPMBI-TIPOU3BOIUTES U COOTBETCTBO-
BaJIi TAKOBHIM B OOILENPU3HAHHBIX peKoMeHmanusax [42, 43].
VuuteiBanu cpenHue u MakcumanbHble 3HaueHus CAJl u JAJI
1 WX BapraOeTbHOCTD 3a CYTKH, HOUBIO, THEM; MHIEKCH Ha-
rpy3ku 1o BpemeHu (MUB) u miomragu (MII) moBblieHHBIM
(TWTTepTeH3MBHAS HATPY3Ka) U TOHIKEHHBIM (THITOTEH3UBHAS
Harpyska) CAJl u IAJl; cKOpoCTb ¥ BEJIMYUHY YTPEHHETO ITOIb-
ema CAJl u JIAJl; crenenn HouHoro cHikeHust CAJl u JAI:

38

dipper (HopmanbHoe, 10—20%), non-dipper (HemocTaTouHoe,
<10%), over-dipper (upe3meproe, >20%), night-peaker (Ho4-
Hoe noBbileHre AJl).

B cooTBeTcTBUM ¢ KpUTepHAMM AMAarHocTHpoBaHus Al y
9 6ompHBIX ¢ IIMA AT otcyrcTBOBana. JlaHHBIE OOJBHBIC ObI-
JIV MCKJTIOUEHBI U3 UcceoBaHus. TakuM 00pa3oM, B MCCIIENO-
BaHUe ObLIM BKIIIOYEHBI 64 00IbHBIX (CpeaHuii Bo3pact 59,4+
5,4 rona; u3 Hux 38 (59,4%) xeniuH) ¢ [IMA u AL

Bcem GombHBIM TpoBogunock MPT-oGcnenoBanue Ha MP-
tomorpade «Siemens MAGNETOM Verio 3T» («Siemens
Medical Systems»). Mcrmonb3oBanuch pexxuMsl: T1 (MPRAGE),
FLAIR, SWI u AT-MPT. Janusie AT-MPT Oblau nonydeHst
TIPY TIOMOIIY CIIMH-3X0 3XO-TTaHAPHOM MOCIeI0BATEIbHOCTH
¢ 3 muddysronHo-B3BenIeHHBIMU 3HaYeHuaMu (b=0, 1000
1 2500 ¢/mMM?) 11 64 HampaBiaeHUI KomupyoIux audoysu-
OHHBIX TPaIMEHTOB ¢ TOCHeAyoLell 00paboTKOM JaHHBIX U
MOCTpOEHNEM KapT (pakumoHHON aHm3oTpormu (fractional
anisotropy, FA), cpemneii (mean diffusivity, MD), pamuaib-
Hoit (radial diffusivity, RD) u akcuambHoil muddysun (axial
diffusivity, AD) B mporpamme «Explore DTI» [45]. IToka3zate-
i 1 dy3un oLeHUBaNu Ha (popMaTM30BaHHBIX aKCUATbHBIX
cpesax uepe3 Tesa O0KOBBIX XeJTylT0YKOB BBIIIE MOAKOPKOBHIX
cTpykryp. IIpoBomuicsa aHanu3 obnacteil uHTepeca (Region-
of-interest-based analysis, ROI) pazmepom 2%2 MM, Bbiaense-
MBIX BpyuHyio (puc. 1) Ha b0-m300paxkeHMAX B IIpOrpamMMe
«ITK-Snap» (http://itksnap.org). O6aacTIMu HMHTepeca CIy-
XKIWIHM IEHTPHI TIEPEIHETO, MePSIHECPEIHETO, 3aTHECPSTHETO
U 3aTHEr0 OTHEIOB MO30JUCTOTO Teja; LEHTPH IepemHero,
CPETHETO 1 33THETO OT/ENOB MTOSICHOI M3BWIMHBI, CBOJ (B HAM-
0oJiee IIMPOKOI YaCcTH Tea); KPIOYKOBMIHBIN MyI0K (B 00J1a-
CTH €T0 JJOOHOTO PAaCITMPEHMs); TOJIOBKA M XBOCT THITIIOKAMIIa;
Hem3MeHeHHOe Oestoe BemecTBo (HMBB) u TMBB momymia-
Ui TOJJOBHOTO MO3Ta B MPOEKIIMU YCJIOBHBIX OCEM MEPETHETO
(mepenHenoOHas 001ACTh) U 3a[HETO (BUCOYHO-TEMEHHAs 00-
JIACTb) POrOB OOKOBBIX XKEIYA0UKOB, a TAKXKE IO OCH, PACIIONIO-
KEHHOM MepIeHANKY/ISIPHO LIEHTPY TeJia OOKOBOTO JXeNyI04Ka
(3amHeno0Has 00J1acTh) pa3deNbHO B IEPUBEHTPUKYISIPHOM
(3—13 MM OT cTeHKM OOKOBBIX KETyJZOYKOB), IOKCTaKOPTHU-
KaJbHOM (4 MM OT KOPTUKOMEAYJUIIPHOTO IIepexona) W IIy-
00KOM (MeXIy TBYyMsI OTMCAHHBIMU 30HaMM) OEJIOM BEIIIECTBE
(puc. 1). BoineneHue 1aHHBIX OTAEIOB B O€JI0OM BEIIECTBE IMO-
JIyLIapuil TIPOBOOMIOCH B COOTBETCTBUH C KiacCH(pUKaLIUei
TopaxxeHus Oenoro BemecTsa [46]. KoHTposb BIeIeHUS 00-
JIacTei MHTEepeca JOCTUTAJICS OLIEHKON MECTOIIONOXECHIS Map-
Kepa Mo BCeM TpeM MPOEKIMsAM (aKCHAJbHOM, CaruTTalbHOM,
(poHTanbHOIT) ¢ momoIukio 3D-Kypcopa, a s HUBB u TUBB
yrounsica no T2-FLAIR uzoopaxenusam. [1pu oTcyrcTBUN B
obnactsix untepeca 30H [MMBB/HUDBB oHu Bbiaesiich mo
BepTUKAIM Ha 1—2 cpe3a BBIIIEC W HIXE, IO TOPU3OHTATA —
C OTCTYIIOM B CTOPOHBI 10 5 MM OT OCHOBHBIX oceii. [TomyyeH-
HBIC 30HBI COXPAHSUIMCh B BUIE OMHAPHBIX MACOK M B IaJTbHEI-
IIEM KCIIOJIb30BATIUCH AT OLICHKU 3HAYEeHUH M1 y3MOHHBIX
METPHK B KaXJI0ii 00acTH.

CTaTUCTUUECKUT aHATIU3 TPOBOIMIIN C TIOMOIIBIO TIPOTPaMMBI
«Statistica 10.0». OcHOBHOI OmMcaTEIbHON CTATUCTUKOM A
KaTerOpHUabHbIX M MOPSAKOBBIX TEPEeMEHHBIX ObLIM 4YacToTa
u nois (%), A1 HOPMAIbHO PacIIpedeNeHHbIX KOJINYECTBEH-
HBIX ITEPEMEHHBIX — CpPEAHEe ¥ CTaHIApPTHOE OTKJIOHEHNUE, IS
KOJIMYECTBEHHBIX TePEeMEHHBIX,pacTpeicicHie KOTOPBIX He
COOTBETCTBOBAJIO HOPMAJIBHOMY, — MeauaHa, 1-if u 3-if KBap-
T, Bo Beex clydasix MCIONb30BaId IBYCTOPOHHKE BapHUaH-
THI CTATUCTHYECKUX KpHUTepreB. HyneByio rumoTe3y oTBepramm
npu p<0,05. KauecTBeHHbIE TIOKA3aTe M MO YPOBHSIM TPYIIIIH-



OPUTMHAITBHBIE CTATBIA. KnuHwyeckas HeBponorust

Puc. 1. Ounenka muddysnonnnix nokasareneii (FA, MD, RD, AD) B 00-
JIACTSX MHTEpeca.

Bribop ¢opmanuzoBaHHOro cpesa (A) U obiacTeil MHTepeca B OeJoM
BEIIIECTBE JIEBOTO moJymiapus (KpacHble kBanpatsl — BB, Genbie —
HWBB) (B), 3anHux otaenax jeBoii mosicHoi u3BuinHbl (C)

Fig. 1. Estimation of diffusion parameters (fractional anisotropy, mean
diffusivity, radial diffusivity, axial diffusivity) in regions of interest.
Selection of the level of the brain slice (A) and regions of interest in
the white matter of the left hemisphere (red squares — white matter
hyperintensities, white squares — normal-appearing white matter) (B),
left posterior cingulate cortex (C)

PYIOIIMX MEPEeMEHHBIX CPABHUBAIM MPY MOMOIIN KPUTEPHUS >
WM ToyHOTO Kputeprst @umepa. 1715 yTOYHEHUS CBSI3U MHO-
T'MX MPU3HAKOB MCIIOIb30BAIM METOJ MHOTO(AKTOPHOTO CTa-
TUCTUYECKOTO aHAJIM3a — JIMHEMHBIA PErpECCUOHHBIA aHAIU3.
JI7s1 OLIEHKU MpecKa3aTelbHOM COCOOHOCTH psia MoKasarte-
Jielt (He3aBUCHMBIX MIEPEMEHHBIX) B Pa3BUTHU OXHUIAEMbIX M3-
MEHEHUI KOJMYECTBEHHOM 3aBUCUMOM MEPEMEHHON MCIIOJb-
30BaJIM MHOXXECTBEHHYIO JIMHEWHYIO PErPECCUI0 C YpaBHEHUEM
BUJA: y=K0HCTaHTa+leI+[32x2+[33x3+...+Bpxp, rae B — koadu-
LIMEHT, Ha KOTOPBI HY)KHO YMHOXUTb 3HAYEHUE MPEAUKTOPA
WM PErpeccopa (X, X,... xp), 4TOOBI TIONYYUTDH MPEACKa3bIBae-
Moe 3HaueHue nuddy3un B 3a1aBaeMoit 00/1aCcTu.

Pe3yabrathl

Cpeny o0cienoBaHHBIX OOJbHBIX MpeodIanald XEeHIIMHBI
(taba. 1). e6tor AI' B OCHOBHOM MPUXOAMIICS HA BO3PACT MO-
cne 40 net, y OOMBIIMHCTBA OOJBHBIX MPOAOIKUTETBHOCTD Al
TpeBBICHIA 5 JieT. JIMIIp KaXOblii YeTBePTHIN MAllMeHT MME
(puzronornyeckuii cyrouHblit put™ AJl, OCTaNbHBIE — pa3Tny-
HBIE TTATOJIOTMYECKUE BapraHTHL. Cpey WHBIX OLICHMBAEMBIX
(baxTOpOB pHCKA IOMWHHPOBAIM THUIEPXOJICCTCPUHEMUS M
oxupeHue. Y Bcex 00JbHbIX ipu MPT-nccnenoBaHuy BbIsIB-
nsnack TMBB.

C moMoIIbio MeToa MHOKECTBEHHOTO PErpecCMOHHOTO aHa-
JIM3a YTOYHSUIM CBsA3b momydeHHBIX mpu CMAJI mokazateneit
(Tab. 2) ¢ COCTOSIHMEM MUKPOCTPYKTYPBI B UCCIIEAYyeMbIX 00-
nactsx. B tabn. 3 mpuBeneHHI CTATUCTUYESCKY 3HAYMMBIE MOJIE-
1 ¢ nokazatenamMu CMAJL, Mo3BONSIONIMMU TPecKa3biBaTh
3HaueHus mokasateneir uddy3uu B uccaeayeMbx 001acTIX
¢ BeposITHOCTbIO >75%. CyrouHblii mpoduab Al umen cratu-
CTUYCCKH 3HAYMMBIC CBSI3M C COCTOSTHMEM MHKPOCTPYKTYPHI
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(o MD, RD) B 1okcrakoptukansHoii BB (ol UBB) nepen-
HEJOOHBIX, BUCOYHO-TEMEHHBIX 00JacTeil M 3amHMX OTIEJOB
JIeBOI TTOSICHOM M3BUIMHEL B IOBpexXaeHIM MUKPOCTPYKTYPBI
¢ yeenmuueHreM MD u RD B o' MBB nepenHenodHoit obnactu
W 33[HUX OT/IEJNOB JIEBOI TMOSICHOW M3BWJIMHBI Mpeobsafato-
niee 3HaYeHWE MMENM TIOBBIIIeHUEe W BapuabenbHOCTh JA/,
a B 10 BB BucoyHO-TeMeHHOI 00aacTu yBenuueHue MD
ob110 cBs13aHo ¢ VB moBbitienHoro CAJl HOUbIO ¥ BETMYMHOIM
yrpeHHero nogbema CAJl, a yBenuueHue RD — ¢ VB mnoBbI-
nreHHoro JJAJl nHeM M BeiuuuHOU yTpeHHero mogbema CAJL.
[MonyyeHHble MomeaM TakXe BKIIOYATM He3aBMCHUMBIC Iepe-
MeHHble (rokazatein CMAJL), cBsi3aHHbIE C COXPAHHOCTBIO
MUKPOCTPYKTYphI. BoisiBneHsl oopatHeie ¢Bsa3u RD B 0o UBB
nepeaHea00Ho# ob1acTi — ¢ BaprabdeabHocTbio CAJl 3a CyTKH,
MD u RD B 10’ MBB BucouHo-TeMeHHO# 0061acTH — ¢ MaK-
cumanbHbiM JIAJl Houblo, MD B 3agHMX OTIeIax JeBOM Mosc-
HOIi U3BMJIMHBI — ¢ MakcuMaibHbIM JJAJl Houblo, a MD 1 RD
B 3aIHUX OT/E/1aX JIEBOM MOSICHON U3BUJIMHBI — C BApUAOEIbHO-
ctbio JIA/] 3a cyTku.

B T1abn. 4 npuBencHBI pe3ynbTaThl M3MepeHus Iuddy3noH-
HBIX METPUK B UCCIIEAYEMBIX 00/IaCTIX MHTEpECa, OKA3aBIIIIe
CTaTUCTUYECKU 3HAYMMYIO CBA3b ¢ mokazateasiMu CMA/L pu
MPOBEJEHUN MHOXECTBEHHOTO JIMHEHHOIO PEerpecCHOHHOTO
aHaIM3a.

Oocyxnenne

Jleuenne AI mpuBesno K Ooyee MSITKOMY TeYEHHIO 3a00yeBa-
HUS$1, OJHAKO HE K oxxunaeMoMy cHikeHn1o LIMA u cB3aHHBIX
C HEI0 KOTHUTUBHBIX paccTpoicTB [47—49], 4To 000CHOBBIBAET
MOUCK MPUYMH JAHHOTO HECOOTBETCTBHS. MBI MCIONb30BATH
nokasateau CMAJL B KauecTBe OOBEKTMBHOIO M HaJEXHOTO
MHCTpYMeHTa OleHKM mpodmasd Al B TeueHne cytok [29, 30]
JUISL COTIOCTAaBJIEHMSI C COCTOSTHUEM MMKPOCTPYKTYPhI O€J0ro
BEIIeCTBa rojoBHOro Moara o gaHHeiM AT-MPT. Ucnonb3o-
BaHHOE HaMU MOJIEIMPOBAHUE METOIOM MHOXECTBEHHOTO JIM-
HEHOTO PEerpecCUOHHOTO aHAIM3a MIO3BOJIUIIO BBISIBUTh CBSI3U
BBICOKOI CTaTUCTUUYECKOM 3HAUMMOCTH MEX Iy 0COOEHHOCTSIMU
cyroyHoro mpoduiast AIl 1 MUKpOCTPYKTYPHBIM MOpakeHUEM
o MD u RD B 10I'MBB nepeaHeno0HbIX, BUCOUHO-TEMEHHBIX
obnacTeii ¥ 3aIHUX OTAeJax JeBOii MosicHOM u3BUIMHLL. [Tpen-
MOYTHTEIFHOCTh MCITOIB30BAaHUS MHMKPOCTPYKTYPHBIX M3Me-
HEHMI IS XapaKTepUCTUKY MOPaXeHHUs 0eJI0To BelIecTBa Io-
JoBHOro Mo3ra rpu [IMA 060CHOBBIBAaeTCSl X COOTBETCTBUEM
rucrogornyeckuM Haxogkam B obnmactu TMBB 1 HUBB [50],
BO3MOXHOCTbIO KOJMUYECTBEHHOM OLIEHKU TSXECTH IMopaxe-
HUS, OTNpeaeIeHNs ero xapakTepa (IperMYIIeCTBCHHO BOBIIE-
YyeHMe MUEIMHA WM aKCOHA) ¥ MO COMOCTABICHHUIO C IPYTUMU
MPT-nposiBIeHUSIMU — BEPOSITHOTO MeXaHW3Ma (MpoHMLIae-
MmocTb I'Db um nmemus) [50, 51]. TTokazano, uyro Hu3kas FA u
BbIcoKast MD cOOTBETCTBYIOT MOBPEXAEHUIO MUKPOCTPYKTYPHI
[51]. Apyrue TeH30pHBIE MTOKA3aTeIM, YUUThIBAIOIINME HATIPaB-
neHue nud@y3un, ObLIM MPEIOXeHbl B KauecTBe MapKepoB
HEeMpOHATbHBIX MOBPEXIEHWIi: akcoHa — AD u MuennHa —
RD [52-54]. Panee Ha Tpynme KIMHUYECKM aCHMITOMHBIX
00JIbHBIX C BIIEPBbIE AUATHOCTUPOBaHHOU A" HaMu ObLIO Tpo-
JeMOHCTPUPOBAHO cooTBeTcTBHE MD (0 M3MepsieMoMy KO-
abdurmeHTy auddy3nn) Ba3oreHHOMY OTeKY MO3ra, BO3MOX-
HO CBSI3aHHOMY C ITpoHMIIaeMocThio ['Db, a Takke accormariys
ee ToBbllIeHUs ¢ pa3sutueM BB, cyOkmmHMYecKux TpeBo-
TW, IeMPEeCCUM U TpYAHOCTel 3amoMuHanus [55, 56]. Mccneno-
BaHue R.A. Gons 1 coaBT. MUKPOCTPYKTYpPBI MO3Ta Y OOJIbHBIX
¢ runepreH3uBHoi LIMA mokazano cBsizb AI' co CHIXXKEHUEM
FA B HUBB u T'MBB u ysenuuenuem MD B 'MBB nonymapuit
Mo3ra, YTO TI03BOJIMIIO aBTOPaM PEKOMEHI0BATh UCCIeNOBAHUE
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Ta6muma 1. O6mas xapakrepucTuka 00JbHbIX ¢ [IMA 1 AT (n=64)
Table 1. Characteristics of patients with SVD and hypertension (n=64)

Moka3zatenb / Index

TskecTb Al / Stage of AH
1 cTenexb / grade 1
2 cTeneHb / grade 2
3 cTeneHb / grade 3
[e6toT Al / Manifestation of AH
1o 40 net / under 40 years
nocne 40 net / after 40 years
OnutenbHocTb Al roabl / Duration of AH, years
<5
>5
MMnoTeH3uBHas Tepanus / Antihypertensive treatment
He npuHUMan npenaparel / no treatment
1 npenapar /1 drug
2 npenapara/ 2 drugs
>3 npenaparos / >3 drugs
CyToynbit putm ALl / Circadian rhythm of blood pressure
HopmanbHbIn / dipper (normal)
non-dipper
over-dipper
night-peaker
Mmnepxonectepunemus / Hypercholesterolemia
OxupeHue / Obesity
KypeHnue / Smoking
CaxapHbii gna6et 2-ro Tuna / Diabetes mellitus 2 type
Crtagmu TNBB / Severity of WMH
Fazekas 1
Fazekas 2
Fazekas 3
JlakyHbl / Lacunas
B MOAKOPKOBbIX CTPYKTYypax / in the subcortical structures
B 6e/10M BeLLeCTBe rofoBHOro mMo3ra / in the subcortical white matter

VKa3aHHBIX ITOKa3aTeNeil I MOHUTOpUHTa BIusHMUA AJl Ha
COCTOSTHUE OEIOT0 BEIIeCTBA U OLICHKU 3((EKTUBHOCTH Jieye-
Hus [57].

AHau3 MoJTydeHHBIX HAMU PE3YJBTaTOB CYTOYHOTO TPODUIIS
AJl y 6ombHBIX ¢ LIMA cBumeTeabCcTBYeT 00 YMEHBIIEHUN TH-
nepTeH3uBHOI Harpy3ku CAJl mo cpaBHeHMIO ¢ Ooee paHHMU-
MU uccnenoBaHusIMu [9, 27]. BTo, ¢ 0IHOM CTOPOHBI, YKa3bIBaeT
Ha IIPUBEPKEHHOCTD OOJIBHBIX AHTUTUIIEPTEH3UBHOM TepaIui,
a C JIPYToii, yYUTHIBAs HAJIMUMeE y OOJBbHBIX KIMHUYECKH 3Ha-
YMMOTO TIOpaXeHUS TOJIOBHOTO MO3Ta, — ITO3BOJISIET MPEIIo-
JlaraTb M3MEHEHHWE NMara3oHa ayToOperyisuud KpOBOTOKA U
COOTHOIIEHHUST MaTO(MU3NONOTUYSCKH 3HAUNMBIX MEXaHU3MOB
MOBPEXICHUS TOJJOBHOTO MO3ra. YMECTHO OTMETHUTh, UTO ITO-
JlyYeHHBIE HaMU pe3YJIbTaThl, CBUAETEILCTBYIOIINE O TIpe-
MMYIIECTBEHHON CBS3M M3MEHEHMIA CyToYHOro mpoduns All
y 6071bHBIX ¢ LIMA u AT ¢ mopaxeHneM I0KCTaKOPTUKATbHBIX
obacTeil Mo3ra, SBJISIOTCS MPeAMETOM OOJBIINX TUCKYCCUI
MeXay naTopusnoaoraMu 1 MopgoaoraMu. DKCrepuMeHTa b-
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MauuenTol / Patients

aéc. / abs. %

11 17,2
14 21,9
39 60,9
20 31,2
44 68,8
15 23,4
49 76,6
6 9,4

12 18,7
22 34,4
24 37,5
17 26,6
27 42,2
3 46
17 26,6
39 60,9
34 53,1
19 29,7
15 23,4
14 21,9
21 32,8
29 453
24 37,5
32 50

HBIC MCCICIOBAaHMS OCTpOM M XpoHmdeckoil Al, mposemeH-
Hele B ®TBHY «Hayunsiii nienTp HeBponorun» (panee HUN
HeBposiorun AMH) non pykosoactsom W.B. TaHHymikuHO# B
1980—1990 rr., moKa3aiu, 4TO CPbIB PeaklMU ayTOPeTy/ISLuu
MIPOMCXOIUT MMEHHO B COCYIaX KOPBI 30H CMEXHOTO KpO-
BOCHAO0XEHMSI, YTO OH SIBNISICTCS MEPBUYHBIM, HE CBSI3aHHBIM
C MIIeMuel, MexaHu3MOoM roBpeskaeHust Mo3ra rpu AT Mcxon-
Hasl TUIIEPEMHsI, CMEHSIONIASACS MOBBIIICHNEM IIPOHUIIAEMO-
ctu I'Db, nepuBacKy/IsIpHBIM BHIXOIOM ILTa3Mbl, HUCXOISAIIUM
OT KOpHI TIPOTIMTHIBAHWEM OENOTO BellecTBa (Ba30TCHHBIN/
(OUIBTPALIMOHHBIN OTEK), MPHMBOAAT K BTOPMYHOM HIEMUU
MO3Ta U MOCJEAYIOIMM HapyIIeHUSIM BEHO- 1 IMKBOPOLIMPKY-
nauuu [5]. UMeHHO JaHHBI MeXaHU3M T03BOJIMI 00bSICHUTh
MoJly4eHHbIe HaMM paHee 3aKoHoMepHocTH HapacTaHusi TUBB
co creneHbio Al y 60bHBIX ¢ acUMITOMHOM Al' — OT 10KCTa-
KOPTUKAJIbHBIX K TJIYOOKUM OTAENaM IepeaHeo0Hoi 00.a-
CTH ¥ Jajiee K 3aTHUM OTaelaM Mo3sra. I[IpermMylecTBeHHOE
MOBPEXIEHUEe MUKPOCTPYKTYPHI JIOOHOM JOMM — CHIKCHUE
FA B HikHell 10OHO! M3BMIIMHE MIpU HeocnoxHeHHoi Al |
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Table 2. Characteristics of daily profile of blood pressure (BP) according to ambulatory BP monitoring

Mokasarennb / Parameter

CyTtouHble noka3arenu / Overall

cpegHee ALl, mm pT. cT./ average BP, mm Hg

makcumanbHoe AL, Mm pT. cT. / maximum BP, mm Hg

BapnabenbHOCTb (OTKIOHEeHWe, MM pT. cT.) / variability (SD, mm Hg)
runepTeH3nBHas Harpyska: UB; UM / hypertension load index: time, area
runoTeH3uBHas Harpyska: V1B; UM / hypotension load index: time, area
CKOPOCTb YTPEeHHero nogbema / magnitude of morning BP surge
BENMYMHA YTpeHHero nogbema / rate of morning BP surge

[HeBHble noka3atenu / Awake period

cpegHee ALl, mm pr. cT./ average BP, mm Hg

makcumanbHoe A[l, Mm pT. ¢T. / maximum BP, mm Hg

BapuabenbHOCTb (OTKNOHEHNe, MM pT. ¢T.) / variability (SD, mm Hg)
runepTeH3uBHas Harpyska: UB; UM / hypertension load index: time, area
runoTeH3mBHas Harpyska: B; M / hypotension load index: time, area

HouHble noka3arenu / Asleep period

cpegHee ALl, mm pt. cT. / average BP, mm Hg

makcumanbHoe ALl, Mm pT. ¢T./ maximum BP, mm Hg

BapMabenbHOCTb (OTKMOHEHMe, MM PT. ¢T.) / variability (SD, mm Hg)
runepTeH3nsHas Harpyska: VIB; U / hypertension load index: time, area
runoTeH3nBHas Harpyska: B; UM / hypotension load index: time, area

n 2 creneHeil Obu1o BhIsiBIeHO B.A. IlapdeHOBBIM U COaBT.
[58]. B ommune oT 3KCHEepUMEHTANbHBIX JaHHBIX, MOP(}OJIO-
TMYECKHE MCCIIeTOBaHNUS YKA3hIBAIOT HA MPEHMYIIECTBCHHYIO
JIOKAJTM3ALINIO UIIEMUH B ITyOOKMX 30HAaX MO3Ta IPH OTHOCH-
TeJbHON MHTaKTHOCTU U-00pa3HbIX BooKoH [7, 59]. Crenyet
OTMETHUTB, UTO U conocTaBIeHnss MPT-13MeHeHMIA ¢ TSKEeCTHIO
AT TakkKe yKa3bpIBaIM Ha IPEUMYIIECTBEHHO MEPUBEHTPUKY-
nspHyto nokanuzauuio T MBB (nefikoapeosa) [9, 28, 59].

BrisiBieHHble HaMu Yy 60J1bHBIX ¢ IIMA 1 AT cBsI3u CyTOYHO-
ro npocuist Al ¢ cocrositHueM MUKPOCTPYKTYpH B 10l IBB, ¢
YYETOM 3KCTIEPUMEHTABHBIX JTaHHBIX TI0 Al 0 cphIBE peakiuu
ayTOPETYJISILIUY C TIOBBIIIEHHO MPOHKULIAeMOCThbo ['Db B aTHX
OTIes1aX MO3Ta, TI03BOJISIET pacCMaTPUBATh M3MEHEHHS B CYTOY-
HoM nipoduiie A/l B kauecTBe (haKTOPOB, aCCOLIMMPOBAHHBIX C
TaHHBIMM MEXaHU3MaMH. YCTaHOBJIEHO, YTO (HOPMUpPOBAHME
1oI'MBB nepenHeit 100HOI 007acTU CBSI3aHO C YBEJIMYEHM-
eM MD, cooTercTBytolIEel yBenuueHuo auddys3un cBodoa-
HOIt BOIBI M, KaK ObUIO HAMU IMOKAa3aHO paHee, Ba30TeHHOMY
oTeKy Mo3ra y 6oibHbIX ¢ AT [55, 56] u RD, accomupoBaHHOR
¢ moBpexneHueM MuearHa. [1py 3ToM ¢ BBICOKOI BEpOSITHO-
CTbI0 BeimuuHa MD MoxeT ObITh TpefcKa3aHa yBeTMYCHUEM
MB nosbinenHoro A/l 3a cytku, BapuadenbHocThio AL 3a
CYTKM ¥ Houblo, a RD — BapuabenbHocThIO JIA/] 3a cyTku. OT-
cyrcTBUe pasnuuuii 1o AD B nJaHHOW 00MacTH yKa3blBaeT Ha
OTCYTCTBUE TPYOBIX aKCOHAJIBHBIX MOBPEXICHUI, YTO COIJIa-
cyercsl ¢ MOp(hOJOTMYECKUMU JAHHBIMU 00 OTHOCHUTENbHOM
COXPAHHOCTH TAHHBIX o0acTeil romoBHOroO Mosra. ITockois-
Ky y Bcex 0ombHbIX umenanch MPT-npusnaku [IMA, MoxHO
MpeaIToaaraTh, 9YTo CPhIB PeakINK ayTOPETY/ISIUN KPOBOTOKA
B JAHHBIX 00JIACTAX MO3Ta C BBICOKOH MpoHUIIaeMocThio ['Db
U Pa3BUTUEM OTEKa SIBJISETCS MEXaHU3MOM IMOANEPXAHUS MO-
BpexaeHus: Oenoro BemiecTBa y 6ombHBIX ¢ [IMA u AT’ maxe
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Median [IQR]
CAJl / Systolic DAL / Diastolic
123,1 [114,6; 130,6]
149 [138,5; 166,5]
12,2 [9,3; 15,2]

15,6 [3,0; 50,6]; 19,6 [2,1; 96]
0[0;0,7]; 0 [0; 0,3]
461[-1,8;7,8]

23,0 [-8,0; 37,0]

81,3 [74,4; 87,2]
104 [94,5; 113,5]
10,4 [8,3; 12,5]

36,6 [19,2; 68,2]; 79,1 [22,0; 146]
0[0;2,1]; 0[0; 1,7]
4,7[1,6;8,0]

23,0 [8,0; 35,0]

123,6 [116,2; 137,4]
149 [138,0; 168,0]
10,1 [8,1; 13,9]

5,2 [0; 44,2]; 2,5 [0; 63,9]
0[0; 1,0]; 0 [0; 0,5]

83,1 [77,2; 91,7]
100 [94; 113]
9,0 [7,2; 11,6]
15,6 [1,9; 54,7]; 10,1 [0,8; 70,1]
0[0;2,8]; 0[0;1,7]

115,8 [108,9; 124,8] 76,0 [67,9; 81,4]

130,0 [124; 146] 90 [82,0; 99,0]
8,71[6,9;10,9] 8,5[6,6;10,4]
30,1[7,5;72,7];9,2 [1,9;66,9] 66,8 [26,0; 96]; 54,1 [20,8; 98,7]
0; 0 0; 0

B OTCYTCTBHE BBICOKOW rumepreH3uBHOI Harpy3ku CAJl. Oto
HE MCKJII0YaeT CaMOCTOSTENbHOW POJIM MIIEMUM BCIEACTBUE
CTeHO03a KOPTUKOMEAY/USIPHBIX apTepuil B OpaKeHUH MO3Ta,
OJHAKO MOXET 00BSICHUTb 3HAYUTEIbHOE YKcio ciyyaeB [IMA
C KOTHUTMBHBIMU HAapYIIEHUSIMU, TPOTEKAIOIINX O€3 WK C He-
OoJbIIMM YKcioM JakyH. OOHapyKeHHbIe HAMU CBSI3U YBEJU-
yeHust MD u RD, cBumetenbCTByIoOIIME 0 BA30TEHHOM OTEKE C
JeMUETMHI3AIKel, C TIOBBIIIEHneM 1 BaprabenbHocTbio JIAJL,
MO3BOJISIIOT TPEAToNaraTb B TOM YHUCJIE POJb MOJTHOKPOBUS
KOPKOBBIX BeH B pa3BuThu 10l UBB. MeHHO KOpPKOBbIE BEHBI
o0ecnevynBaoT KOMILIAEHC MO3ra B IMACTONY, YTO B YCIOBUSX
nmetomeiics npu LIMA noBblleHHOH XecTKOCTH apTepuid [14]
MOKET MPUBOAUTH K TOBBIIIICHUIO IABICHNUST B BEHAX C BO3MOX-
HOCTbIO TTEPUBACKYISIPHOTO BBIIOTA. DTUM MOXET ObITh 00BSIC-
HEHa ¥ YCTAaHOBJICHHAsI B HEKOTOPOM CMBICIIE «[TPOTEKTUBHASI»
obpatHas cBsI3b — cHIKeHue RD B 31011 00/1aCTH ¢ YBETMYEHH -
em BapuabenbHocTu CAJl. VBenuuenue CAJl MOXeT ynydlnath
BEHO3HYIO LIUPKYJISILMIO MIPK YCI0BUM, yTo BequunHbl CAJl y
abCOJTIOTHOTO YKcia 00CIeIOBAHHBIX OOJIbHBIX HE MPEBbIILAIM
BEPXHUI MpefiesT ayTOPeryIIsiiiii KPOBOTOKA.

[MpenmonoxeHne o poiu BBICOKON TMPOHMIAEMOCTH BCIIEM-
CTBHE TOJHOKPOBUS KOPKOBHIX BeH B pa3sutuu 10l UBB me-
penHes00HbIX 0bnacTell U moaIep>KaHuy TIOBPEXAeHUS OEI0ro
BeecTBa y 60bpHBIX ¢ [IMA u Al paHee B tutepartype He 00-
cyxaanoch. OHO cOracyeTcst ¢ 3KCepUMEHTATbHBIMU TAHHBI-
mu . B. Tannymkunoii (1987) o moBbIeHMN MPOHUIIAEMOCTH
Ha BCeX YYacTKaX MUKPOLMPKYISTOPHOTO pycia Mpy 3KCIepu-
MeHTanbHOU Al [5]. TToHMMaHKe MEXaHU3MOB TIOBPEXACHUS
nepeaHeI00Hoi oonacty y 60bHbIX ¢ LIMA sBnsietcs KpaiiHe
BaXXHBIM, TIOCKOJIbKY BBIPAXXEHHOCTb M XapakKTep ee MOBPEX-
JIEHWsI OTIPENENSIOT Pa3BUTUE OCHOBHBIX KIIMHUYECKHUX TIPO-
sBneHnii LIMA — KOTHUTMBHBIX PacCTPOMCTB ¢ HapyLIeHUEM
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Taomuua 3. Ca3b nokasaredeii cyrounoro npoduis A/l u muddy3un (MHOKECTBEHHbII THMHEHbIA PerpecCHOHHDI aHaM3, Moaea ¢ R*>0,75, p<0,05)

Table 3. Relationship between blood pressure (BP) profile according to ambulatory BP monitoring and DTI data (multiple linear regression analysis, models

with £2>0,75, p<0,05)

Mopgenb: nepementble / Model: variables

MD B tol'ibB nepeaHeno6Hoi o6nactu / Mean diffusivity in jWMH anterior frontal lobes:
1B nosbiwenHoro AL 3a cytku / hypertension load time index of diastolic BP overall
BapuabenbHocTb JAL 3a cyTku / variability of diastolic BP overall
Bapua6enbHocTb AL Houbto / variability of diastolic BP during night
KOHCTaHTa / constant

RD B 1ol'MbB nepeaneno6Hoi obnactn / Radial diffusivity in jWIMH anterior frontal lobes:
BapuabenbHocTb AL 3a cyTku / variability of diastolic BP overall
BapuabenbHocTb CAJ] 3a cyTkm / variability of systolic BP overall
KOHCTaHTa / constant

MD B volUBbB Buco4Ho-TemeHHoli 06nactu / Mean diffusivity in jWMH temporoparietal region:
makcumansHoe JAL Hodbto / maximum diastolic BP during night
B nosbiweHHoro CALl Houbto / hypertension load time index of systolic BP during night
BENN4NHA yTpeHHero noabema CA / magnitude of morning systolic BP surge
cKopocTb yTpeHHero nogbema CALL / rate of morning systolic BP surge
KOHCTaHTa / constant

RD B 1ol BB Buco4Ho-TemeHHoi o6nactu / Radial diffusivity in jWNH temporoparietal region:
makcumansHoe JAL Hodbto / maximum diastolic BP during night
B nosbiweHHoro AL aHem / hypertension load time index of systolic BP during daytime
BeNnyMHa yTpeHHero nogsema CALl / magnitude of morning systolic BP surge
CKOpOCTb yTpeHHero nogbema CALL / rate of morning systolic BP surge
KOHCTaHTa / constant

MD B 3agHux oTaenax nesou nosicHoit u3sunuubl / Mean diffusivity in left posterior cingulate cortex:

1B nosbiweHHoro CALl Houbto / hypertension load time index of systolic BP during night
BapuabenbHocTb AL 3a cyTku / variability of diastolic BP overall

Bapua6enbHocTb JA aHem / variability of diastolic BP during daytime

BapuabenbHocTb JALl Houbto / variability of diastolic BP during night

makcumansHoe JAL Houbto / maximum diastolic BP during night

KOHCTaHTa / constant

RD B 3agHuxX oTaenax nesoi nosicHoit u3sunuubl / Radial diffusivity in left posterior cingulate cortex:

BapuabenbHocTb AL 3a cyTku / variability of diastolic BP overall
BapuabenbHocTb AL aHem / variability of diastolic BP during daytime
BapuabenbHocTb AL Houbto / variability of diastolic BP during night

BenMymMHa yTpeHHero nogbema JAL / magnitude of morning diastolic BP surge

KoHcTaHTa / constant

B p R
1,0
1,27x10°¢ 0,002
3,84x10° 0,003
1,23x10° 0,001
7,68x10 0,007
0,92
9,33x10° 0,003
-2,28x10° 0,03
6,56x10 0,003
0,85
-1,47x10° <0,0005
2,93x10° 0,049
1,98x10° 0,004
-1,64x10* 0,001
2,01x10° <0,0005
0,88
-1,32x10° <0,0005
1,66%x10¢ 0,037
2,78x10° 0,0008
-1,11x10* <0,0005
1,63%x10° 0,001
0,79
2,34x10°® <0,0005
-2,91x10° <0,0005
2,81x10° <0,0005
2,35%10° <0,0005
-8,21x10° <0,0005
1,44x10° <0,0005
0,72
-2,98x10° <0,0005
2,72x10° <0,0005
2,57%10° <0,0005
2,23x10° 0,002
5,65%10 <0,0005

pumeyanne: B — perpeccuoHHbIN KOIMULNEHT ANS KOKA0N NepemMeHHOiA. Mpeacka3biBagmMoe 3Ha4eHne 3aBUCUMOii NepeMEHHON MOXKET BbITb PACCHUTAHO Yepe3 YpaBHEHNE MHOXECTBEHHON

JIMHENHON perpeccun: Y=KOHCTaHTa+B1X;+BoXp+BXat. .. +ByX,

Note: B, regression coefficient for each variable. The predicted value of the dependent variable can be calculated by the multiple linear regression equation: y=constant+BX;+BXp+ByXat. .. +B X,

YIpaBIsIOINX (GYHKIMI MO3ra, T00HOM TUCTIPAKCUM XOALOBI,
Ta30BbIX PACCTPOMCTB.

Wccnenosanuem yctaHoBieHo, uto opmupobaHue 10l BB B
BUCOYHO-TEMEHHOI 00JIaCTH TaKXke CBS3aHO C YBETMICHHEM
MD u RD. B cooTBeTCTBUM C TOTYYEHHON MOJE/bIO MTOBIILIE-
Hue MD ¢ BBICOKOIf BEPOSTHOCTBIO MOXET OBITH IIPEICKa3aHO
yeennueHneM WUB mosbimenHoro CAJl HOYBIO M BENTUYMHOM
yrpeHHero noxbema CAJl, uTo 6osee OUeBUIHO CBUIETEHCTBY-
€T O POJIM CPhIBA PeaKIIMK ayTOPETY/ISIIUU B apTepUsIX MO3ra.
B atoMm ciydae BbIsIBIeHHast B MOJIEJIM OOpaTHast «ITPOTEKTHB-
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Hasl» 3aBUCMMOCTb — CHUXeHHe MD ¢ yBennyeHueM Makcu-
MaJIbHOTO0 HOYHOTO A/l — TIpeArnoIoXuTeIbHO MOXET OBITh
OTpakeHUEM MOIIEPKAHUS JOCTATOUHOM ITepdy3uK B YCIOBUSIX
M3MEHEHHOI ayTopery/siuuu. C JTaHHBIM 00BbSICHEHUEM COTJIa-
CyeTcsl YCTAaHOBJIEHHasl aHaJlorMyHas cBsi3b ik RD — cHuxe-
Hue RD, cooTBeTCTBYIOILEE OOMBIIEH COXpaHHOCTA MUEJIMHA,
¢ MakcuMaibHbIM HOUHBIM JIAJI. KocBeHHO 1aHHOE O0BSICHE-
HUe TONIePXUBAIOT pe3yabTaThl uccaenoBaHust A. Siennicki-
Lantz u coast. (2007), ycTAHOBUBINMX CBS3b MEXIY HOYHBI-
Mmu nageHusamu JAJl ¥ cHUXeHrueM KpOBOTOKA B BUCOUHOM U
HIDKHETeMeHHO! 00macTsax [60]. Cxoxas cBSI3b. YBENTMUEHUE
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Ta6smuna 4. ITokazaremn quddy3HOHHBIX METPHK B HCCJIEAYEMBIX 00JACTAX MHTEPECA, HMEBIIME CTATHCTHYECKH 3HAYUMYIO CBA3b ¢ mokasaressavMu CMAJL

B MOJIEJISIX MHOXKECTBEHHOTO JIMHEHHOT0 PErpecCHOHHOro anammsa (M=m)

Table 4. Diffusion metrics in regions of interest which showed a statistically significant correlation with ABPM in models of multiple linear regression analysis

(M=£m)

O6nactb nuTepeca / Region of interest

ol VIBB nepepHeno6Hoit obnactu /
JWMH anterior frontal lobe

tol IBB BMCOYHO-TEMEHHO 06nacTty /
JWMH temporoparietal region

3aaHue 0Taenbl NeBoit NOACHOI N3BUANHDI /
Left posterior cingulate cortex

MakcumanbHoro JIAJl Houbto — cHuxkeHne MD ycraHoBneHa
U JJIS 3aJHUX OTAEJIOB JIEBOW IMOSICHOW M3BWIMHBL. DTO IOJI-
TBEPKIAeT ee HeCTyJaifHbIN XapaKTep 1 IPeAIoIaracT eIuHyI0
3aKOHOMEPHOCTD JUISI BceX 0bacTeil, MoKa3aBIIMX JaHHYIO 3a-
BUCUMOCTb. COXpaHHOCTb 3aJHUX OT/EJIOB JIEBOM MOSICHOMN 13-
BUJIMHBI SIBIISIETCS OTIPEACIISIONIEH I KOTHUTUBHBIX U TICUXO-
3MOLIMOHANBHBIX PaccTpoiicTB. PaHee uccneqoBaHUSIMM Oblia
MoKa3aHa 3HAYMMOCTb MOBPEXICHUSI MUKPOCTPYKTYPbI 3aTHUX
OTJIEJIOB MOSICHOI M3BUJIMHBI B Pa3BUTHU HAPYLIEHU I TAMSITH Y
0osbHbIX ¢ LIMA [61, 62]. B rcciieqoBaHiK BBISIBJIEHO, UTO I10-
BpeXAeHUE MUKPOCTPYKTYPHI 3aJHUX OT/IEJIOB MOSCHOM U3BU-
JIMHBI MPosIBsIoch yBeaudeHueM MD u RD, xoTtopsie umenu
eIMHBIE TIPEINKTOPHI — BapradeabHocTh JAJl THEM 1 HOUBIO U
OBLTU CXOXU C TAKOBBIMU JIJIsI TIepeHEN00HOI 001acTu.

JAJl TpamIulIMOHHO CBSI3bIBAETCS C BBICOKMM CHUCTEMHBIM
COCYIUCTBIM COIPOTUBIEHNEM [63], OHO, KaK MpPaBUIIO, UT-
HOPHpPYETCS TIpH TOA00pe aHTUTUIICPTCH3MBHOM Tepanuu, a
nuactoanueckast Al He muarHoctupyetcst [64]. O 3HAYMMOCTH
maactoimmaeckoit AI' (JIAZ1>90 MM pT. CT.) ©3BECTHO HEMHOTO.
CornacHo (ppaMMHIEeMCKOMY MCCIIeOBaHUIO, OHA OoJjiee pac-
MPOCTpaHeHa Cpeay MOJIOAOr0 HaceaeH s [65] 1 UMeeT MeHb-
IIMA PUCK COCYAMCTBIX OCIOXHEHWIA, YeM CHUCTOJIMYEcKas 1
cucrojo-guacronnyeckas Al [66]. Panee nmposenernue CMA]]
y 00JIbHBIX ¢ O0JIe3HbI0 BbUHCBaHrepa nokasano 6osee BbICO-
Kkuii ypoBeHb JIAJl 1o cpaBHEHUIO ¢ OOJbHBIMU C M30JMPO-
BaHHBIMH JJAKYHAMH, IJISI KOTOPBIX OBLIO 60JIee XapaKTepHBIM
Boicokoe CAJI [9]. Mbl oOpaTiiy BHUMaHUE Ha Pe3yJIbTaThl
MCCIeNOoBaHMsI OOJBHBIX C OCTPBIM WHCYIBTOM B OacceifHe
cpeaHeil MO3roBoil apTepuu, MokKasaBllue, 4To Beicokoe JIAJ]
TIPY TTOCTYIUICHWM B CTAllMOHAp SIBJISETCS HE3aBUCHMBIM OT
IPYIUX (HaKTOPOB MPEIUKTOPOM BHYTPHOOJTBHUYHON CMEpT-
HOCTH BCJIeACTBME oTeKa Mo3ra [67]. OObsICHEHHEM CITYXKUIIO
TO, 4TO (POPMUPOBAHUE OTEKa MO3TAa 3aBUCHUT OT KaIlMJIIAp-
HOTO JaBJICHMs, a OHO, B CBOIO ouepeb, — OT cpeqHero A/l
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Fractional anisotropy

0,1582+0,0431
0,1966+0,0887

0,3329+0,1192

Mean diffusivity Radial diffusivity Axial diffusivity
0,0014+0,0001 0,0013+0,0001 0,0017+0,0001
0,0014+0,0003 0,0013+0,0003 0,0017+0,0003
0,0009+0,0002 0,0008+0,0003 0,0013+0,0003

ITo MHeHuto aBTOpOB, MOCKOJbKY A/l B Gonblueil cTeneHu
BnusteT Ha cpeanee AJl ((2xJAA+CAJl)/3), ero uzHavaibHOE
TIOBBIIIEHUE ¥ MOTJIO OTIPENESITh MPOTHO3 3JI0KaYeCTBEHHOTO
OTeKa Mo3ra.

OueBUIHO, YTO AHTUTUIIEPTEH3UBHAS TEPAIUSI COBPEMEHHBIMU
npernapaTaMy U3MEHIIA AUANAa30H ayTOPEryIsSiii KPOBOTOKA
1, COOTBETCTBEHHO, BBIPAXXEHHOCTh X COOTHOLIEHKE BEAYLIMX
MEXaHM3MOB MopaxeHust Mo3ra u cocynos ipu LIMA. Hau6Go-
Jiee BEPOSITHO MPEATONOXUTb, YTO B 3TUX YCIOBUSX CPBIB pe-
AKIINM ayTOPETY/ISIINT MOXET IIPOUCXOIUTD P 0oJiee HU3KUX
uugpax Al 4, B COOTBETCTBUM C OCOOCHHOCTSIMU (HOPMHPO-
BaHus cpeaHero AJl, noseimeHue JIAJl u ero BapuaOenbHOCTD
OyIyT MMeTh GOMBIIYI0 3HAYUMOCTD B MPEOJOJNEHUH JAHHOTO
Topora ¢ pa3BUTHEM oTeKa. Hare mpenmmonoxeHne KOCBEH-
HO TIOATBEPKAAeTCsl pe3yibraTamu uccienopanust T. Tarumi u
coanT. (2017), moka3aBLIMX BIMSIHUE CHWXEHMS AUACTOIMYE-
CKOr0 KPOBOTOKAa Ha COCTOSTHME MHUKPOCTPYKTYPHI, Iojaras,
YTO 3TO MOXKET BHI3bIBATh MPEXOASILIYI0 TUIoNephy3uIo ¢ Iuc-
(dyHKIIMEH HEMPOHOB. ABTOPH MPEIIOXIIM MCIONB30BaTh
JIAHHBII MTOKa3aTeb B KaYeCTBE FeMOIMHAMMIECKOT0 MapKepa
TIOBPEXIEHUsI TOJIOBHOTO Mo3ra [37].

BoIsiBIeHHBIE 3aKOHOMEPHOCTU HYXIAIOTCSl B JajbHeleM
U3YYEHUH C LEJTbI0 YTOUHEHHUS POJTH TOBBIIICHMS U BApHA0eTh-
Hoctu JIAJ] B mogaep:kaHUM MPOrpecCUPYIOLIEro MOopakeHUs
roJIOBHOTO Mo3ra y 60/1bHbIX ¢ [IIMA 1 AT
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Integrative functions
of the retrosplenial cortex in rats: anatomy,
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Current review is focused on the integrative functions of the retrosplenial cortex, which neurons are largely involved in spatial orientation and ambulation of an
organism. We discuss anatomy and connectivity of the retrosplenial cortex in rats as well as the most recent findings concerning the behavioral specialization of its
neurons observed using multielectrode recordings. Pattern of connections of the retrosplenial cortex allows to consider its interfacing role in linking brain regions
specifically involved in spatial navigation and memory with areas of the associative cortex which lack spatial tuning. In this paper, we touch upon that unique
anatomical connectivity which is reflected in the peculiar behavioral specialization of the retrosplenial cortex neurons. Complex spatial tuning of retrosplenial neurons
is likely to represent the association of spatial and nonspatial information, and provides a clue to principles of information integration in the cerebral cortex.
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OBPEMEHHOE HampaBJeHUE HKCCIENOBaHUNA Mo3ra

XapaKTepu3yeTcs AByMsI 000TallialoIMMU IPYT ApY-

ra TeHaeHIMAMU. C OJTHOI CTOPOHBI, HEOObIYalTHOE

pa3BUTUE B MOCJEAHME TOMbI MOJYYAIOT METOBI

WCCJICI0OBAHUS W YIIPABJIECHUS AEATEIbHOCTIO OT-
JIebHBIX HEPBHBIX KJIETOK B OOOPCTBYIOIEM MO3T€ — HOBBIE
Croco0bl MYJIBTURJIEKTPOAHOM M ONTUYECKOM pErucTpaluu
AKTUBHOCTHU COTEH U THICSY HEPOHOB B MOBEJIEHUM U KOTHU-
TUBHOM [NESITENIbHOCTU, T€HETMYECKM KOAMPYEMBIE CEHCOPbI
3JIEKTPUYECKOM, KaTbLIMEBONH U OMOXUMUUYECKON aKTHBHOCTU
HEMpPOHOB, METOMBI CTPYKTYPHOW M (DYHKIIMOHAJTBHOW Kile-
TOYHON KOHHEKTOMMKH, OINTO-, XeMO- U TEPMOTEHETUYECKUE
TEXHOJIOTUW YMPaBIeHUs aKTMBHOCTBIO M30MPATEIbHBIX MO-
MYJIALUI HEPOHOB OOAPCTBYIOIIETO TOMOBHOTO MO3ra [1—4].
C nmpyroil CTOpOHBI, 3TOT OOraThlii apceHal aHATMTUYECKUX
KJIETOYHBIX M MOJIEKYJSIPHBIX TEXHOJOTUI TOJyYyaeT pacrpo-
CTpaHEHUE B UCCIEN0BaHUU Bce Oosiee U 6oJiee BHICOKOOpPra-
HU30BaHHBIX CBOWCTB HEPBHOM cuUcTeMbl. [locienHee MOXHO
MPOC/IeANUTh, B YaCTHOCTH, MO 3Bojwouuu TeM HobeneBckux
MpeMUi, MeAInX B U3yYeHUM TOJIOBHOTO MO3Ta OT MPUHIIM-
OB OpraHM3aIN MOTOPHBIX U CEHCOPHBIX (DYHKIMIA K TAKAUM
KOMIUIEKCHBIM CITOCOOHOCTSIM MO3ra, KaK MpOCTPaHCTBEHHAs
OpMEHTAIIMS U TIPOCTPAHCTBEHHAS MaMsITh [5—7].

PacimpoBKy HelipoHAIBHBIX MEXaHMW3MOB IPOCTPAHCTBEH-
HOWl HaBUraLWK, B SBHOM BUJE MCHOJIL3YIOLIUX Uepapxuye-
CKOE€ B3aUMOJEHCTBME CIOXHO CHELUUaIU3MPOBAaHHBIX HEPB-
HBIX KJIETOK, He CIyJ4aifHO CPaBHMBAIOT C MOIBITKON HaMTH
VHUBEPCATbHBIN KIIOY IS 00BSCHEHUST MEXaHU3MOB BBICIINX
KOTHUTHBHBIX (DYHKIIWI M WHTETPUPOBAHHOM pabOTHI 1IEJIOT0
Mosra. DyHIaMeHTaIbHble MPUHLIUIBL 00eCIeYeH ST MO3IOM
TIPOCTPAHCTBEHHON OPWEHTAIIMM M TIAMSITH OBUTM PacKpPBITHI
KaK pa3 ¢ IOMOIIbI0 TOHKHMX METONOB KJIETOYHOM 3JIEKTpPO-
(buznonoruu, NMPUMEHEHHbBIX K MOMEISM MPOCTPAHCTBEHHOTO
TIOBEIEHNS XMBOTHBIX, TJIABHBIM 00pa3oM Kpbic. UMeHHO 3a
CYET CMHXPOHMU3AIMU aKTUBHOCTU OTIEIbHBIX HEHPOHOB pa3-
HBIX CTPYKTYP TOJIOBHOTO MO3Ta C YETKO BBIIEISIEMBIMH JIC-
KPETHBIMU (DparMEHTaMH TOBENEHUS U KOHTPOJIMPYEMBIMU
nmapaMeTpaMu MPOCTPAHCTBA B IKCIIEPUMEHTAX Ha XUBOTHBIX
VIAIOCh OTKPHITh Pa3IMJIHBIC THUIBI MPOCTPAHCTBEHHO Ha-
CTPOCHHBIX KJIETOK TOJIOBHOTO MO3ra: «kKjieTKu Mecta» (KM) B
rumnmnokamiie [8], «kieTku HarpaBieHus rojosbl» (KHT) B paz-
HBIX 001aCcTIX MO3Ta [9] U «KJIeTKM KOOPAMHATHOM PeleTKI»
U «KJIETKY TPaHMIl» B MeIUaTbHON SHTOPUHANBHOI Kope [10].
OTH TaHHBIE 3IeKTPOGU3NONOTHH, TIOJyICHHBIE B MO3Te TPhI-
3yYHOB, OTKPBUIM JOCTYIl K OOLUMM MPUHLMIIAM KOAUPOBAHUA
TIPOCTPAHCTBEHHON MH(GOPMAIIMM — HACTPOMKE CIICIIAAII3H-
POBaHHBIX HEPOHOB M CTPYKType UX ceTeil. CpaBHUTETbHBIC
UCCJIENOBAHUS HEPBHOTO OOECMeYeHUs] HaBUTAlMM pacIpo-
CTPaHIIM 3TU IPUHIAITEL ¢ MO3Ta KMBOTHHIX Ha HEPBHYIO CH-
CTeMy YeJI0BeKa, a U3YYeHUe aKTUBHOCTU 3TUX CHUCTEM 310pPO-
BOTO U TIOBPEXACHHOTO MO3Ta JIFOIEH pacIIvpIiIo IIOHNMaHUE
byHKIIMM obMacTeil U CTPYKTYP, aKTUBHBIX MIPY HABUTALIUH, B
YaCTHOCTHU B aBTOOMOTPa(pMICCKON MaMATH 1 MBICICHHOM MO-
neaupoBaHuu Oyaywero [11].

MBI MOXEM TIPUHSTH 3Ty MOJENb YCTIEITHOTO MCTIOMb30BAHUS
AHATUTUYECKUX KJIETOYHBIX MOOXOMOB K M3YYEHUIO BBICIIMX
KOTHUTUBHBIX (DYHKIIMI Mo3ra, 4ToOBI 3a1aThCsS BOMIPOCOM O
MePCIeKTUBAX MATbHEHNIIIEro MPOABMKEHHUS MO 3TOMY MyTH —
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B HAaIpaBlICHUU U3y4eHUS (QYHKUMI OPYTUX MHTETPATUBHBIX
CTPYKTYp ToloBHOTO Mosra. Cremyromeil BBICOKOOPTaHM30-
BAHHOI CTPYKTYpOU, MPUMBJIEKAIONIEN BHUMAHNUE B CUCTEME
MPOCTPAHCTBEHHOI HABUTALMM M MaMSITH, SIBISIETCS PETPO-
crieHuanbHasg obnacte Kopbl (PCK) Gonmbuivx mosymapuii
TOJIOBHOTO MO3Ta.

CTpyKTypHI MO3Ta, cofiep3Kalle MPOCTPAHCTBEHHO CTIeIIANH-
3UPOBAHHbIE KJIETKH, MOXHO MpPEICTaBUTD B BUIE Mepapxude-
CKOU acCOIMAaTUBHON apXUTEKTYphbl C TUTITIOKAMIIOM Ha Bep-
IIMHE ¥ C SHTOPUHAJIBHOM KOpoil Ha ypoBHe Hizke [12]. Cpenu
MHOTOYMCJIEHHBIX ¥ PAa3HOOOPA3HBIX BXOOB B SHTOPMHAIBHYIO
Kopy [13] cBoeii cienmanm3anyeil K KogUpoBaHUIO MPOCTPaH-
ctBeHHoIt nHbopMmanuu Boiaensercsa PCK. Paspymenne PCK
MI0KA3aJI0 MPUHAIJIEXHOCTh 3TOM CTPYKTYPBI K KOMUPOBAHUIO
MaMsITH B TIPOCTPAHCTBEHHBIX 3a[a4ax C BBIPAKEHHBIMU all-
JIOLEHTPUYHBIMU [14—16] 1 3TOIEHTPUYHBIMUA KOMITOHEHTA-
mu [17, 18]. [ToMumo cBsI3eit ¢ MemUaIbHON SHTOPMHAIBHOM
kopoit PCK uMeeT Takxke CBSI3M C MaparvimnoKaMMaJbHO
U3BWINHOM ¥ C MHOXECTBOM IPYIMX KOPTUKAJIBHBIX M CyO-
KOPTHKaIbHBIX 00acteil. [ToaToMy pacrionoxeHue 1 naTTepH
cBsizeit PCK mo3Bosnsier paccMatpuBarh ee Kak CBOeoOpasHoe
CBA3YIOLIEE 3BEHO MEXIy OoOIacTsIMU MO3ra, creuuduuecku
OTBETCTBEHHBIMM 32 TIPOCTPAHCTBEHHYIO TaMsITh, U aCCOIMa-
TUBHBIMU O0JACTSIMU KODPBI, HE MMEIOIMMU MPEUMYIIECTBEH-
HOW TpocTpaHCTBeHHOM crenuanmu3anuu [19]. Bo3moxHo,
MMEHHO 3TOM CTIeU(UIeCcKOil 0COOEHHOCTHI0 aHATOMUYECKUX
cs3eil PCK MoxeT 00bSICHATbCA TO, YTO B HEll 0OHapyK1Ba-
I0TCSI HEPOHBI HE TOJIBKO C TIPOCTPAHCTBEHHBIMU, HO ¥ C 60-
Jiee CIIOXHBIMU MOBECHYECKUMU CTICLIUANU3ALUSIMU, KOTOPBIE
OyIyT OTAENBbHO PacCMOTPEHHbI B JaHHOM 0030pe. I[TomoOHbIe
CJIOKHO CHEUANTN3UPOBAHHBIE KJIETKHM, BEPOSITHO, MOJKHBI
acCOLMUPOBATh KOMOMHALIMIO OMPEACIEHHBIX TUTIOB MH(OP-
Mali, a PaCKphITHE MEXaHU3MOB TaKOW acCOIMALUM MOXET
MIPUBHECTU HOBOE B IOHMMAHME YCTPOICTBA BEICOKOOPTAHM30-
BaHHBIX KOTHUTUBHBIX (DYHKIIWIA YeTOBEKa.

besycnoBHO, HEOOXOAMMBIH [JIS1 3TOTO MEePeXo OT MOBEAEHYE-
CKOY ¥ KOTHUTHBHOM CITeIIMANN3ALUN OTACIbHBIX HEPOHOB
B MO3T¢ KMBOTHBIX K MHTEPIPETALMM JTaHHBIX 00 aKTUBHOCTH
LIEJIbIX CTPYKTYP MO3Ta y YeJI0BeKa 0CTaeTCs 3aTPYAHEHHBIM 13-
3a HU3KOTO pa3pelieHusI MeToaa GyHKIIMOHAIbHON MarHUTHO-
pe3oHaHcHoi Tomorpaduu (pMPT). Tem He MeHee ¢ TOMOILbIO
(GMPT 65110 TIOATBEPKIEHO OTHOLIEHNE aKTUBALIMY 00IacTei
PCK X annoneHTpuueckoil ¥ SrOLEeHTPUYECKON HaBUTALMK Y
moneit, cnermduynocts PCK Kk xomupoBaHmio (parMeHToB
MIPOCTPAHCTBA U €r0 KOHKPETHBIX aTpUOYTOB, a TakXke OTHO-
meHue aktuBanuu PCK K BocrnpousBeIeHMIO SITU30ANYECKOi
namstu [11, 20]. DT0 HOMOMHAIOT ¥ JaHHBIE O TIOBPEXICHUN
PCK. TpaBmnl, 3atparuBatoumiyie PCK, neiictButebHO Hapy-
IAJ0T OPUEHTAINIO B IIPOCTPAHCTBE M aBTOOMOTpadUUIECKYIO
namsth [11, 21]. Kpome Toro, mo HeBbIICHEHHBIM MOKa MpPH-
yriHaM uMeHHO PCK Hapsiay ¢ TMIIIOKaMIoM HaXOAUTCS Cpeau
TIePBBIX CTPYKTYP MO3Ta, B KOTOPBIX Pa3BUBAIOTCS HAPYIICHUS
npu 6one3Hu AnbureiiMepa [22—30]. Bce 310 00ycnopauBaeT
HE TOJNBKO (DYHOAMEHTAIBHYIO, HO M MEOWLIMHCKYIO 3HAYM-
MOCTb PAacKpbITUSl TOHKUX WHTerpaTMBHBIX ¢yHKuuii PCK.
OmHako mambHelIIee pa3BUTHE 3THX UCCICIOBAHUI Ha JIIOISIX
MOKa BO3MOXHO TOJIbKO C CYLIECTBEHHBLIM YCOBEPILEHCTBO-
BaHueM TexHonoruit MPT — yBenuueHue paspeleHus momy-
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YaeMbIX M300pakeHUI TOMOTpaMMbl U CO3[IaHUE MOOMIIbHBIX
MPT-ycTaHOBOK, MO3BOJISIONIMX YEJIOBEKY aKTUBHO MCCJIEN0-
BaTh OKpYyXaromiee (hu3mdeckKoe MpocTpaHcTBO. OMHAKO Haxe
3TOT TEXHOJIOTUYECKUM IIPOrPECC HE TIO3BOJIUT IIOJOMTH K UH-
TErpaTUBHBIM TIPOLIECCAM B OTIAENBHBIX KOPKOBBIX HEHMpPOHAX
1 U3YYUTh NPUYMHBI U MEXaHU3Mbl HAPYLIECHUSI OpPraHU3aLUK
(byHKIIMOHANBHBIX ceTell Mo3ra npu HelipogereHepauun PCK
Y TMIITOKAMIIA.

[ToaToMy 151 IOHUMaHUSI CIOXKHON 0OpabOTKM M MHTErpa-
1IMu poctpaHcTBeHHOI nHpopmanuu B PCK B Hamem 0630pe
CKOHIICHTPUPOBAHHI CBEACHMS 00 aHATOMHUU ¥ KOHHEKTOMM-
Ke 9TO# 00J1aCT! KOPhI TOJIOBHOTO MO3ra Y KPBIC U JaHHbBIE 00
9IeKTPOGU3UOIOTUYECKON PETUCTPALlMU aKTUBHOCTH OTAE/b-
HBIX HeipoHOB PCK B KOHTEKCTe ITOBEICHNMST XKMBOTHBIX, TIpe-
KIe Bcero HaBUTalmoHHoro. QOcyxmaeMble NaHHBIE CBHIE-
TEeJbCTBYIOT 00 0C000H M, BO3MOXHO, YHUKaIbHOH pou PCK
B MHTErpalyy IPOCTPAHCTBEHHOM M HEMPOCTPAHCTBEHHOM
nHbOpMAaLUK.

Anaromust PCK u ee cBa3u

PCK sBngeTcs MeaManbHON 00JacTblo HEOKOPTEKCa KpBIC,
UMeEIOIIEeH MPOTSXKEHHOCTh OKojo 8§ MM (bregma — 1,73 —
bregma — 9,36). AHATOMMYECKM OHA pasjieieHa Ha TpaHyJsap-
Hyto (rPCK) u arpanynspuyto PCK (aPCK) [31]. rPCK, wu

% 30 30 ] H;gC : +-30
L =29C o _'\“"29‘: /"’“\f 5 =\ 29C
% A / % / éﬁi\fj AR 0

Puc. 1. OtHocutebHOe pacnonoxenne PCK u ee odaacreii.
A — cxeMa aHATOMMYECKMX TpaHUI] Ha (POHTABHBIX Cpe3ax Mo3ra
KpBICH (110 [29] ¢ M3MEHEHUSAMH). Ko?nnﬂanﬂ yKa3aHbl 10 Operme,

MM; B — pacnosnioxenue obmnacreit PCK (1) oTHocuTeIbHO maparuri-
MIOKaMIaJbHOM M3BWIMHBI (2) ¥ TUMNoKaMnaabHoi dopmaimu (3).
CneBa HampaBO: JIaTepPalbHBIi, ITPOMEXYTOUHbIA U (DPOHTAIBHBLIA
BUIBI. YTroJl TIOBOPOTA CTPYKTYP COOTBETCTBYET IMOJIOXEHHMIO MO3Ta
cBepxy. Tj exmegﬂme PEKOHCTPYKIIMK TIOJIYYEHBI C MOMOIIBIO ng -
rpamMmbl «BrainExplorer 2», crionb3ytolieii atiac Mo3ra Mblu 33]

Fig. 1. Location of the retrosplenial cortex and its regions in the brain.
A, anatomical boundaries on frontal sections of the rat brain (modified
from [29]). Coordinates are relative to bregma, mm. B, location of the
retrosplenial cortex subdivisions ( lg inrelation to parahippocampal gyrus
(2) and hippocampal formation (3). Left to right: lateral, intermediate
and frontal view. The relative angle of the structures corresponds to the
orientation of the brain on the picture above. 3D reconstructions were
obtained using «BrainExplorer 2» and the mouse brain atlas [33]
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WHTerpaTvBHble GYHKLMN PETPOCTNIEHUATIBHOI KOpbI

30

KaypanbHas yactb /
caudal subdivision

29c¢

pocTpanbHas YacTb / 29a
rostral subdivision i
E 206

pocTpanbHas YacTb /

rostral subdivision
29¢

KaypanbHas yacTtb /
B caudal subdivision

/!

Puc. 2. Auaromus u BHyTpenHue cBsi3u odaacreii PCK.

A — MMMyHorucToXMMuueckas okpacka 6eiaka NeuN. IpaHuiipl 00-
JlacTeit U c1oeB 0003HaUEHbI OEBIMU JIMHUSIMU (H%?)S] C U3MEHEHU -
siMu); B — cxema BHyTpeHHUX cBs3eil obnacteit PC

Fig. 2. Anatomy and internal connectivity of different areas of retrosplenial
cortex.

A, brain section immunohistochemically stained for NeuN protein.
Area boundaries are indicated with white lines (modified from [35]). B,
internal connections within the retrosplenial cortex. Areas 29¢ and 30
are subdivided into rostral and caudal subdivisions

none 29, BKmoJaeT obrmact a, b u ¢, a aPCK mpencrabneHa
eIMHBIM PETMOHOM, KOTOpBII MHOTIAa 0003HaYaloT Kak moje 30
(puc. 1A) [32]. Ha kaynanbHbIX YPOBHSAX KOPOHAJIbHBIX Cpe-
30B Mo3ra Kpbic PCK sBisieTcss HemocpeJCTBEHHBIM TTPOIOI-
KEHHEM TUIINOKaMIia, a uMeHHO, perioH CAl mepexomut B
JIOpCaTbHBIN cyOouKymioM, 3aTeM — B obmactu TPCK (a, b u ¢)
u, HakoHell, B aPCK. Pacnionoxenne PCK oTHOCUTENbHO IUT-
MOKaMMaJIbHOM opMaliiy ¥ TaparuImoKaMITaibHON N3BUJIN-
HBI ITOKa3aHo Ha puc. 1B.

Mopdonorusa otmenbHbIX obnacteit PCK n3Mensiercs mocre-
TIEHHO, TIPX 3TOM 00JacTd, OJM3KWE K TMIIOKAMITY, UMEIT
0oJIBIIICe AaHATOMUYECKOE CXOACTBO C MAparvIOKaMITATbHOM
U3BWIMHOM, a 00J1aCTU IMCTalbHEe — MeHbliee. SIpkas Mop-
(onormyeckast ocobeHHocTh Beex obnacteit PCK — BeIpaxeH-
HBI BTOPOM CJIOM, COmEpXKAIIWi IJIOTHO YIIAKOBAHHBIE Teja
HeOOJIbLIMX MUPAMUIHBIX HEHPOHOB (puc. 2A) [34].

Wunusunyanbhele pernonsl PCK (o6mactu rPCK, a, b u ¢)
B3aUMOJIEHCTBYIOT APYT C IPYTOM 3a CUET OOJIBIIOTO YKCIIa BHY-
TpeHHuX cBs3eit (puc. 2B) [35, 36]. KoMuccypanbHble CBI3M
otnenbHbIX obnacteit PCK okaH4YMBalOTCS B COOTBETCTBYIOIIUX
obnactax PCK npotuBononoxHoro nomymapus [37].

O60061mass, MOXHO CKa3aTb, YTO BHYTPEHHSS CBSI3aHHOCTD
PCK BBICOKA 32 CUET MHOXECTBA PELUIPOKHBIX BHYTPEHHUX
TIPOEKIIMI 1 MOXET ObITh OMMCAaHa KaK TEeCHasl CBs3b BCEX ee
obnacteit. MckimoueHre cocTaBisieT OTAeNbHbIM PETMOH — PO-
cTpasibHas yacTh obs1actu rPCK 29¢, mpoexuuu KOTopoii B co-
cefHUe 00MaCTH IPaHY/ISIpHOI KOPHI OMHOHAIIpaBIeHHBIE. Ta-
Kasl BbICOKasl PELIMIIPOKHOCTb BHYTPEHHUX CBSA3EH MO3BOJISIET
MpPeNoa0XuTh, yTo crenudurieckue Gynkuuu PCK nomkHbl
SIBJIATHCS MTPOAYKTOM KOOPIMHUPOBAHHOM AeATeIbHOCTH MHO-
KecTBa ee obJacteit [35].

Buemnue cBsazu PCK ykasbiBatoT Ha ee IPMHAIIEXHOCTD K CH-
CTeMe CTPYKTYp, 00padaThIBAIONINX ITPOCTPAHCTBEHHYIO HHAOP-
Mario. O00OIIeHHas cXeMa CBsSI3elt TpeacTaBlieHa Ha puc. 3.
PCK penumnpokHo cBsi3aHa ¢ JOPCOMEIUATbHBIMU 00JaCTSIMU
KOPBI OOJIBIINX MONYIAPUIL, TIEPSTHUM SIPOM TajjaMyca 1 TUII-
nokammnoM. TPCK u aPCK paznuyarorcs cBOMMU BHEITHUMU
cesmsvu: TPCK mmeet Gomple cBsI3eit ¢ TMMOMIECKAMU PETHO-
HaMH ¥ TiepedHuM siapoM Tanamyca, a aPCK — ¢ maparumnmo-
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Puc. 3. Cxema Baemnux csseii oonacreit PCK.

PenpoxHble cBA3M 0003HAYEHbI ABYHANPABIEHHBIMU CTPEIKAMMU,
HEPELMIIPOKHBIE CBA3M — OXHOHAIPABIEHHBIMU CTPEJIKAMM, COOT-
BETCTBYIOLINE UM CTPYKTYPBI BBIIEJIEHBI XKUPHBIM IIPUGTOM

Fig. 3. External connections of the retrosplenial cortex.

Reciprocal connections are indicated using bidirectional arrows, non-
reciprocal connections are indicated with unidirectional arrows, the
corresponding structures are in bold font

KaMIIaJIbHOW M3BWIMHOM, ITIOCTEPUOPHON IApUETAIBHOM KOPOi
1 3puTebHOI Kopoi [19]. Haubonee moapoOHO uccienoBaHbl
CBSI3M C TIAPATMITIIOKAMIIAIBHOM N3BIIMHOM M ¢ TUTIIIOKAMITOM.

Bce ynmomsanytsie oonacti PCK mochuiaior npsmele poeKIuu
BO BCe 00JIaCTH MaparuiinokaMiagbHOW U3BUJIMHBI — TPECY-
OMKYJIIOM, MapacyOuKyJIIOM, MEAUATbHYIO U JIaTepabHYIO 3H-
TOPUHANBHYIO, TIEPUPUHATBHYIO ¥ MIOCTPUHANIBHYIO Kopy [31].
Cpenu Bcex mpoekuuii TPCK 29a u 296 x maparunmnoxkammnaib-
HOI M3BIIMHE PEIMITPOKHBIMU SIBIISIOTCS TOJIBKO CBSI3H C TIpe-
cyoukysomoM [38] u ¢ s3HTOpUHAIbHOM Kopoii [39]. Bee cBsi3u
rPCK 29¢ n aPCK ¢ pa3HbiMu 00J1aCTSIMU TTaparummnoKamaib-
HOI M3BMIMHBI — PELIMIIPOKHBI. TakuM 00pa3oM, MpOeKIUU
TosbKo ABYX obnacteit PCK K maparvnmnokammnaabHO U3BUIHU-
He — rPCK 29a u 29b, unymme K mapacyoMKy/ oMy, epupy-
HaJIbHOM M TOCTPUHAIBHOM KOpe, He MMEIOT 00paTHBIX CBS3EH.

Ceazu PCK ¢ gpyrumu othenamy TUmmnokaMmmnaibHOR ¢op-
Mally TIPEICTABIISIOTCST 6oee OMHOPOMHBIMU. Bce perroHs
rPCK nochinatoT nmpoexiyu K cyoukyaomy [38, 40], KoTopslii
SIBJISICTCS ¢AWHCTBCHHOM OMNMCAHHOM Ha CeTOTHSIIHWIA IEeHb
ucxonsmieit mpoekuueit PCK x runmmokaMnanbHo# popManmn
[31]. Cybukyniom mocbuiaeT oopaTHble Tpoekuuu U B rPCK
[39, 41], u B aPCK [42, 43]. EnuHcTBeHHast oOpaTHasl IpoeK-
1IMs1 OT COOCTBEHHO TummnoKamia (hippocampus proper) UaeT OT
cenrtanbHoil yactu CAl k obnactsam rPCK [37, 39, 41]. donon-
HUTENBHO U3BecTHO, uT0 CA1 1 cybukymom noceiiaoT K TPCK
1 BO30YyXalolue, 1 TOpMO3HbIe BoJIOKHa [39)].

[IpuBeneHHBIE CXOACTBA B MAaTTEPHAX CBSI3EH y pa3HbIX 00Ja-
creit PCK roBopgt o Tom, 4To 3TH 00JaCTH, MEPBOHAYATIBHO
BBIIEJICHHBIE 110 AHATOMMYECKMM KPUTEPUSM, MOTYT BBIIOJ-
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HATb cxoxue ¢pyHKIu. TeM He MeHee HEKOTOpbIe 13 o0J1acTei
OTJIMYAIOTCSl CBOMMU BHYTPEHHUMU WM BHELITHUMH CBS3SIMMU,
YTO MOXET OBITh OCHOBOI M MX (DYHKIIMOHAIBHBIX OTIMIHIA.
Hamnpumep, nipu paccMoTpeHMM BHYTpEHHMX CBsI3eli oOpaia-
eT Ha ce0st BHuMaHue obnactb rPCK 29c¢, umeromas MeHblle
PEIMITPOKHBIX CBs3eil. 1o omHOHANpPaBICHHOCTH BHEIIHUX
CBSI3EHi C TTaparummnoKamMIaabHON N3BUIMHOM BBIIEIISIOTCS 00-
nactu TPCK 29a n 29b, a 1o CBA3SIM C THIIIIOKAMITOM — TaKKe
rpaHy/IspHas Kopa, eIMHCTBeHHas mmeromias Bxom u3 CAl.
Wutepriperaiiist TOMOOHBIX Pa3TMYMil OCIOXHEHA TeM, 4TO B
OOJIBIIMHCTBE PAOOT IO KOHHEKTOMMKE HE BBIIENSIOT THIIBI
HelipoHoB, oOpasytonire cBi3u. B To xe Bpemsi HauboJee ae-
TaJIbHBIC CBEICHMS O CIICIIMATM3AIIK HAKATUIMBAIOTCS B SJIeK-
TpOo(®U3NOTOTMYECKUX HUCCNEIOBAHUAX, O KOTOPBIX IMOWIET
peub panbie. Kak v juist apyrux obractel Mosra, JaHHBIE O
CBA3AX U cnenuanu3aiusx HeiipoHoB PCK momyyeHb! pa3Hbl-
MU METOIaMH, YTO 3aTPYIHSIET UX COMOCTaBlIeHNe. Bo3MoXHO,
YTO B JAIBHEWIIEM B3aMMHOE BIMASAHUE CHELMATU3AUUN HEl-
poHoB PCK u cnienmanu3aiyu KJIeToK Apyrux odaacteit oymer
BO3MOXHO OIICHHUTh WJIM 33 CYET HOBOTO ITOIXO0MA, O0BEIUHSIIO-
111€r0 KOHHEKTOMUKY U KJIETOUHYIO 3/1eKTPOGDU3NOIOTHIO, WU
3a CYeT 3aMEHbl KOHHEKTOMMKHU 3HAYUTETHHO YCOBEPIIEHCTBO-
BaHHBIM METOIOM MYJIBTUJICKTPOJAHOM PEerucTpaliuy (HampHu-
Mep, TEXHOJIOTHS «Helponukcenb» [44]).
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Puc. 4. «OTn0KeHHas aKTHBALMA» YacTH nApaMuIHbIX KieTok 11 u 111
cioes PCK.

OTBET KJIETKU C MOTEHIIMAIOM TIOKOs -76 MB Ha MHBEKIMIO MOAMO-
POTOBOTO TOKA. BennunHa MHBEIIMPOBAHHOTO TOKA YKa3aHa B KOHIIE
Kaxno# 3anucu (1o [47] ¢ U3BMEHEHUSIMU )

Fi% 4. "Delayed activation” of the portion of the retrosplenial cortex cells
in layers IT and III.

Responses of the cell with resting potential of -76 mV injections of
subthreshold current. The magnitude of the injected current is indicated
at the end of each recording (modified from [47])
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DiekTpodusnonoruueckue ocodernoctu Heiiponos PCK

[Nonnmanne ¢yakmit PCK n cnenmuku ee BOBICUCHNS B
KOIMpPOBaHUE MHGOPMALIUKU O TPOCTPAHCTBE MOXET OBITh TO-
JIy4eHO U3 U3YYEHUS NeKTPOPU3MONOTMIECKHUX CBOMCTB U TMO-
BEICHUYECKOM CIEUANIN3ALUN €€ HEMPOHOB.

Ipexne Bcero HEOOXOMMMO OTMETHTH, YTO YacTh HEHPOHOB
PCK wumeeT BbIpaxkeHHBIE 3JIeKTPODU3NOIOTNIYECKUE OCO-
OCHHOCTH SHIOTCHHOTO XapakTepa. Ha mepexmBaronmx cpe-
3ax PCK akTuBHOCTbH OONBIIMHCTBA MUPAMUIHBIX HEMPOHOB
BTOPOTO CJTOS ¥ HEKOTOPBIX TIMPAMUIHEIX HEMPOHOB TPETHETO
CJIOSI XapaKTepu3yeTcsl «OTIOXEHHON akTuBaumeit» [47]. Ona
TIPOSIBIISICTCS B TOM, UTO MHBEKIUS HAIIIOPOTOBHIX JETOISAPH-
3yIOIMX TOKOB MMPUBOAUT K BO30OYXIEHHUIO, 32 KOTOPBIM IIOCIE
3aIepXKKHU JJIUTeTbHOCTBIO Oosiee 500 Mc CIemyoT 3aimbl Mo-
TEeHLMANOB AeHCTBUS (puc. 4). YBeauueHHe MHTEHCHBHOCTU
TOKa TPUBOAUT K YKOPOUCHUIO 3aMePKKU U YBEIMUECHHUIO Ya-
CTOTHI pa3psiioB. [10M0OHKII MATTEPH OTIOXKEHHOM aKTUBALIMN
00BIYHO He HAbromaeTCs Y MMPaMHUIHBIX HEPOHOB B OCTalIh-
HOM HEOKOpTeKCe, 3a UCKJIIOYEHUEM MMUpPaMUTHBIX HEHPOHOB
niepupuHaIbHOI KOphI [45—47]. K BO3MOXHBIM 0COOEHHOCTSIM
HEUPOHAJIBHOM IUIACTUYHOCTH, SKCIUIyaTUPYIOIIKAM TaKyIo 3a-
JepXKaHHYI0 aKTUBHOCTh, MOTYT OTHOCHTHCS 00JIee TUTETbHOE
MHTETPUPOBAHNE ACHAPUTHBIX BXONOB M IPOMOKMTEILHOE
WM OTCPOYEHHOE accolMaTuBHOEe oOyuyeHue. OMHAKO CBSI3b
TAKOTO TUTIA AKTUBALINH C OTIPeeICHHON ITOBEICHICCKON M
KOTHUTHBHOM CIIEUMANNA3ALMAENd HEUPOHOB WX CIIOXHOCTBIO
9TOii crielMaau3aly oka He MPOCIeXeHa.

Caasb axrusrocTH Heiiponos PCK
¢ KOTHPOBAHHMEM NPOCTPAHCTBEHHOI HH(OPMAIIH

HemHorouucneHHbIe, 10 CPaBHEHUIO C TMIIIOKAMIIOM, 3JIeK-
TPOGhU3MOTOTNYECKIE MCCIIENOBAHMS AKTUBHOCTH HEMPOHOB
PCK B moBefieHUH TI03BOJISIOT BHIIBUTH HOBBIE U II0KA HEJO-
CTaTOYHO OXapaKTePU30BAHHBIE 3aKOHOMEPHOCTH CIIOXHBIX
U pa3sHOOOpa3HbIX CHELMATU3aid HEUPOHOB 3TOM 001aCTH
KOPbI TOJIOBHOTO MO3Ta.

CymecrBenHast mons HeiipoHoB PCK kommpyer cBoiicTBa mpo-
CTpaHCTBA M MOXET yJyacTBOBaTh B Hapurauuu. Hampumep,
kinaccuueckrie KHT HaiineHsl B OOMBIIMHCTBE padoT, UCCIELy-
IOIIMX MPOCTPAHCTBEHHYIO CeNeKTUBHOCTD HelipoHoB PCK [48—
51]. YacTb 3TUX KJIETOK 110 CBOEI aKTMBHOCTH HE OTJIMYAJIACh OT
KHT u3 npyrux obnacreii mo3ra [9, 52], T.e. uMeIa eAMHCTBEH-
HBI MUK aKTUBALMW B OMHOM HaIpaBJIeHUH B TIPOCTPAHCTBE U
MOYTH HyJIeBoi oHOBBII ypoBeHb padpsinoB. KHI' cocrapnsior
6—10% Bcex HelipoHOB, 3amucaHHbIX B PCK, 1 Mx mpomnopiius B
rPCK u aPCK oxunakoga [49, 52, 53]. OnHaKo T4 KJIETKU OT-
HOCSIT K YaCTH CUCTEMBI 3TOLIEHTPUYECKON HABUTALINM, KOTOpast
oImMpaeTcs IPEMMYIIECTBEHHO Ha BHYTPEHHME CTUMYIIBI U UC-
TOJTB3YeT MH(MOPMAIIIIO OT BHEITHUX CEHCOPHBIX BXOIOB JIMIIb
U KOPPEeKILIMK HakarMBarolieiics omubku. Hampumep, 60i1b-
nmHceTBo KHI, 3amicaHHBIX B KOMHATE ¢ BBIpasKEHHBIMH OpH-
EHTHPaMHU, HE M3MEHSUTH CBOETO MPEAOYTUTEIbHOIO HAIpaB-
JICHWS TIOCNIe CYIICCTBEHHBIX MAHWIY/ISLUA C IUCTAHTHBIMU
ctumyiamu [50]. Oro ommuaer KHI 8 PCK ot kimaccuyecknx
KJIETOK 3TOro THma [9], mocKoibKy Te MEHSIIOT CBOE MPEAToYTH-
TeJIbHOE HAIIpaBJIeHNE BCIe 32 N3MEHEHUEM TUCTAHTHOTO CTH-
Mmyna. UatepecHo, uto B padote [50] ObLIM TakKe 0OHApPYKEHBI
M KJIaCCUYECKUE KIIETKHM, MEHSIOIIIE CBOE HAIpaBeHe BCIe]
3a OPUEHTUPOM, U KJIETKH CO CMELITaHHBIM OTBeTOM. Takas He-
OTHOPOIHOCTh YHUKAJIbHA ISl CUCTEMBI «BHYTPEHHETO KOMITa-
Ca» M, BEPOSITHO, SIBJISICTCS OTPAXKCHUEM KOHBEPTCHITNH Pa3/Id-
HBIX CUCTEM HaBMraluu Ha HelipoHax PCK.

o1

WHTerpaTvBHble GYHKLMN PETPOCTNIEHUATIBHOI KOpbI

Ewe onHa HelipoHanbHas crienuanusanus, noxoxast Ha KHI,
Obl1a HemaBHO obOHapyxeHa B PCK, Ho He B Tanamyce MM
noctcyoukymome [52]. Knetku aToro Tuma crnenuain3uposa-
JIUCh HE K OMHOMY, a K IBYM HAIpPaBICHUSM B IIPOCTPAHCTBE.
OTH OpUeHTALMK ObLIM TIPOTUBOHATPABIEHBI U ACCOLMMPOBA-
HBI C JIOKAJIbHBIMU OPUEHTHPAMH, B TIPOTUBOIIONOXHOCTD He-
3aBMCUMOMY MOCTOSTHHOMY IJI00aIbHOMY HaIpaBIeHUIO Klac-
cuyeckux KHI. B nononHeHue, TokaabHble OPUEHTUPHI ObLIK
3allaHbl 3aMaXOBbIMU CTUMYJaMH, a 3HAYMT, Ul MOJOOHOIA
CrieliMaTu3ali MOXeT UCTOIb30BaThCs HE OIHA MOAATbHOCTD
1 HE TOJIbKO MHGbOPMALIUS U3 3pUTENbHOM KOphL. JIByHampaB-
JIEHHbIE KJIETKM BCTPEUYATUCh B ABYX BapMaHTax, pa3jiuyaio-
MIAXCS CUMMETPHEH PEeTIPe3CHTALNN U EKTPODI3HOIOT Y-
CKVMU mapameTpamu. JloJis 3TUX ABYHANpPaBJIEHHBIX KJIETOK,
BEPOSITHO, 00JIee CIOXHBIX IO CIICIMANU3ALNHN, YeM KIaCCH-
yeckue KHI, B PCK 65bu1a cormoctaBuma ¢ gosneit KHI — 11%.

[TpuHUMNIUANTBEHO OPYTOi TUIT CHIELMATM3ALUM, XapAKTEPHBIN
B MIepBYI0 ovepeab st rummokamma, — KM. TpumepHo 20%
ki1eTok PCK yBemmumBaoT 9acToTy pa3psmoB B KOHKPETHOM
MecTe mpoctpaHcTBa [S1, 54] — CBOWCTBO, COOTBETCTBYIOILEE
KoHIennH «I1oid Mecta». D1t KM PCK otimmaammcs ot kitac-
cnyecknx KM rummokamria 1mo HecKOJIbKuM napamerpam. Bo-
MepBbIX, TOYHOCTL MoJjieit Mecta B PCK, onpeneneHHast kak
OTHOILECHNE MEXIy YaCTOTOH CIalfKOB BHYTPH U BHE ITOJIST Me-
cTa, — MPUMEPHO B 5 pa3 HUXE, YeM B runmnokamie [54]. Oto
ormune KM PCK B Gosibliieit cteneHu CBSI3aHO C YCUIEHHBI-
MU (DOHOBBIMU pa3psiaMM, YeM ¢ YMEHBIIIEHHBIMU pa3psaaMu
BHYTpY KM [51, 54]. Bo-BTOpBIX, pa3psiabl B TOYHBIX MOJISIX Me-
CTa, OOYCIOBIMBAIOIIUX TPOCTPAHCTBEHHYIO CHEIM(UIHOCTD
TUTIITOKaMIaTbHBIX KM, MOTYT MOIYIMPOBATECS Pa3TAIHBIMU
(akropamu. KM PCK BMecTo 3TOro MMeIOT OTHOCUTENILHYIO 1
MeHee CrieliMOUUHYI0 IPOCTPAaHCTBEHHYIO MPUHALIEKHOCTD U
JIMIIb WHEPIIMOHHO MOIYJMPYIOTCS Pa3TMIHBIMUA ACTIeKTaMU
JBIDKEHMS, TAKMMU KaK YIJIOBasi CKOpocTh [48] n HampaBieHue
rojioBbl [51]. B-tpetbux, KM rummokammna moxa3sbBaloT cTa-
OMJIbHBIE TI0JISI MECTA, HAUMHAS C TepBoro oocnemnoBaHus [55],
B To BpeMs Kak 1071 HeiipoHoB PCK co cBoiictBamu KM yBe-
JIMYMBAETCS TI0 Mepe OOYYeHMs Ha MPOTSKECHUH HEeCKOJIBKUX
JHeii [54]. YioMsiHyTbIe pa3nnyus MOKa3bIBaloT, YTO B OTIINYNE
ot KHI crneuuanusaiius, B TO4HOCTH COOTBETCTBYIOLIAS KJlac-
cuueckuM KM, He Haitnena B PCK.

KM PCK cnocoOHbBI KomupoBaTh CETMEHTHI ITpocTpaHcTRa [53].
Paznenenue nmpoitieHHOTo B KpecTo00pa3HOM JaOMPUHTE MYTH
Ha CerMEHTHI Pa3IMYHOIo MaciuTabda KOAUPYETCS C MOMOIIbIO
TIOBTOPSIONIETroCs MaTTepHa aKTUBHOCTH KJIeTOK. bojee Toro,
CUMMETPUSI MOAOOHBIX MATTEPHOB aKTUBHOCTU OTHOCUTEIBLHO
TOYEK ITPOCTPAHCTBA ABTOMATHIECKH 00€eCIIeurBaa MEXaHU3M
KOIMPOBAHUSI HOBOW METPMKM MPOCTPAHCTBA — PACCTOSIHUSI.
DTH pe3yiIbTaThl 0KA3aIuCh MEPEHOCHMBI ¢ KPeCTOOOpa3HOTO
JTaOUPUHTA Ha KPYTIBI, YTO NOMOTHUTENBHO MOATBEPXKIATIO
MoaysLuio aktuBHocTU KieTok PCK okaabHBIMU CBOICTBA-
MU IIPOCTPAHCTBA, a HE BapUalMsSIMK YIJIIOBOW CKOPOCTU WM
CMEHOI1 JJOKOMOTOPHBIX aKTOB. TakuM 00pa3oMm, I KJIETOK
yxe nByx cnemmanusanyuii — KHI' u KM PCK omucano coot-
HeCceHMe MOJI0XEHUS XKUBOTHOTO U € JIOKAJIbHBIMU (HaIpaBJie-
HUSIMH B TpaHMIIAX JJAOMPMHTA), ¥ ¢ AUCTAHTHBIMU OPUCHTHPA-
MU (HampaBleHUsSIMH B TPAaHMIAX BCErO SKCIEPHUMEHTATbHOTO
MOMEILIEHUSI).

Hpyroit Tun cneunanuzauuu Kietok PCK — noBoport-cenex-
TUBHBIE KJIETKU, KOTOPHIEC YBEIMYMBAIOT YACTOTY CIIAKOB TIPU
MOBOPOTE TYIOBUIIA XMBOTHOTO BIPAaBO WM BJeBO [48]. DTn
KJIETKH COCTABJISUIM IIPUMEPHO TIOIOBUHY OT BCEX 3aITMCAHHBIX
ki1etok PCK u, mo-BuauMomy, HEMOCPEACTBEHHO BOBJICUEHBI
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B Tpoliecc 00pabOTKU 3rolieHTpuueckoit MH(popMauu. AK-
THBHOCTb MOJIOBMHBI «KJIE€TOK MOBOPOTa» (20% Beex 3amucaH-
HBIX KJIETOK) MOIYJIMPOBAJach TaKXe M0 Mepe MPOABIXKEHUS
SKMBOTHOTO TI0 TIYTH, TIPY 3TOM HEKOTOPEIE M3 HUX pa3psKa-
JIMCh GOJIBLIIE ITPY NIEPBOM ITOBOPOTE M MEHBILIE — IIPU BTOPOM
TIOBOPOTE B TY K€ CTOPOHY.

B PCK 0bu1u Takxe 3anucaHbl KIeTKM, KOTOpPbIE MPU OTCYT-
CTBUM COOTBETCTBYIOIIMX KOHTPOJIEH MOXHO OBLIO OIIMOOIHO
oTtHecT K KM. DTO KJIe€TKH, aKTUBHOCTb KOTOPBIX KOPPEIHU-
POBaJIa TOJIBKO C TIPOIBIKECHIEM IT0 TPEKY M He M3MEHSIACh B
OTBET Ha IepeMenieHue JJabNPHUHTa BHYTPY KOMHATHI OTHOCH-
TeJbHO AMCTAaHTHBIX Kitouel. X monst coctapisiia Oosee mo-
JoBuHBI 3ancaHHbIX HeiipoHoB PCK [48]. Takag He3aBucH-
MOCTb OT AMCTAHTHBIX OPMEHTUPOB eIl 0OJIbIIIe aKIIEHTUPYET
pons PCK B aroueHTpryecKoii HaBUralH.

XoT4 BbllIE OBUIO TPEACTABIEHO JOCTATOYHO MOAPOOHOE OMMU-
caHue pa3nuyHbIix TUMOB kinetok PCK, B 1ieioM 211 cBeneHust
€IlE TOJbKO HAYMHAKT HAKAIUIMBATBCHA U COLEPXKAT HEMAo
TIPOTUBOPEYUI.

B yactHocTH, MOn0OHBIE poTUBOpeuns Kacarotcs KHI. Tak,
HEKOTOpBIC aBTOPHI HE BBHIBMIM CHECLUATM3ALMKA HEMPOHOB
PCK x HampasieHuto B npoctpaHctBe [54]. HecornacoBaH-
HOCTb 3TUX HaHHBIX B CPaBHEHUU C OPYITUMH paboTamu [49,
51] Obla 0OBSICHEHA 3aMTUChIO0 B HUX aKTUBHOCTU HEMPOHOB U3
6onee poctpaibHbIX yyacTkoB PCK 1 paznuumeM cBsizeil y po-
cTpanbHoii 1 gopcanbHoii PCK. Takoro poma HeCOOTBETCTBUS
MOTYT OOBSICHSITHCS TAKXKE PA3TUYMSIMU B TOBEICHUYECKUX 3a/1a-
Yax, JeJaloIINX BhISIBJICHNE HEKOTOPBIX CIIEIIAIN3alMii Ooee
BeposiTHbIM. Hanpumep, monynsiuust KHT yrioBoii ckopocThio
3apeructpupoBaHa y 46% kietok PCK xpbickl B W-00pasHom
nabupunte [48] u Tonbko y 2 u3 120 KneTok B padote, Tie 3a-
TMCh POBOAMIIACDH Y KMBOTHOTO, HAXOMSILETOCS B HEOOIBIIOM
IUIMHAPE 1uameTpoM 74 cm [51].

AHAJIOTUYHBIC HESICHOCTH CYIIECTBYIOT M B OTHOIICHUU ITaH-
Heix o KM PCK. Tak, xors1 B 6onee paHHUX padoTax oOHa-
pyxeHo, yto nois kietok PCK, obimamatomumx nonsiMu Mecra,
mocrurana 20% mpu 3anuCU B LIMHIPUYECKOM JAOUPHUHTE
[51] nnn xpecroobpa3HoM adbupuHTe [54], 3amKMch aKTUBHO-
ctu HeiipoHoB PCK kpeicel B W-00pa3HoM 1abMpuHTE He BbI-
sIBUJIa KJIETOK ¢ 000c00JeHHBIMU oMU MecTa [48]. Heco-
BIAJCHNS B 3TUX HAOMIONEHUSIX, BEPOSITHEE BCETO, CBSI3AaHHI C
MeTonoM onpeneneHus KM cpenu HeiipoHOB ¢ pa3HO0Opa3Hoit
MIPOCTPAHCTBEHHOI criermanu3aiueil. Kak yxe ymoMuHanoch,
ycnoBHble KM PCK 3HauMTeIbHO OTIMYAINCh TI0 CBOMM CIIe-
IIaNU3aKsIM oT Kiaccuyeckux KM B rummokamme. Tax, mosst
MecTa 3THX KJICTOK B OTHOM M3 pabOT MMEIM CTOJNb HEOOBIU-
Hy10 hopMy 1 pacrioioxeHHe, YTO 3TO eIaI0 UX TOXOXKMUMHU Ha
KHT ¢ ouyens rpyboii HacTpoiikoii [S1]. B mpyroit pabote 60J1b-
HIMHCTBO M3 MOJIEi MeCTa 3aHUMaJIM BECh PyKaB KpPecTooopas-
HOTO JJabupuHTa [54], YTO TOXE HEOOBIYHO IS MOJIEH MecTa Y
KJIeTOK ruImoKamia. McciaenoBanue, KoTopoe TuddepeHIm-
POBAJIO KJIETKU C aKTMBHOCTbIO, 3aBUCUMOI OT MpPOIEHHOIO
PacCTOSTHUSI M HAIIPaBICHUS B JTAOMPUHTE (STOLCHTPUUYECKAS
HaBMTalMs), OT KJIETOK, MPOCTPAHCTBEHHAS! aKTMBHOCTb KOTO-
pBIX ObLTa CBSI3aHA C AUCTAHTHBHIMU OPUEHTUpPAMU (aJIIOLEH-
TpuyecKasi HaBurauus), 0OHapy:XuJIo pacnpoCTPaHEHHOCTh B
PCK mnepBbix 1 HenocTaTok BTOphIX [48]. OmMHAaKO OTCYTCTBUE

52

knaccuyeckux KM B 31011 paboTe He 03HaYalI0 HEAOCTATOYHYIO
BBIPAXXEHHOCTb aJIOLieHTpuyecKoro komupoBaHus B PCK.
Korga Obuti comocTaBiaeHbl IMPOGUIN YaCTOTH MMITYJIBCOB
BCEX 3alMCAHHBIX HEPOHOB B [IBYX MICHTUYHBIX JJaOMPUHTAX,
PACIIONIOKEHHBIX B Pa3HBIX YACTSIX OTHON KOMHATHI, BHIICHH-
JIOCh, 4TO B cOBOKYIHOCTH Ki1eTku PCK 6blin crioco6HbI aud-
(bepeHMpoBaTh 3T ABa MecTomojoXeHus. Ecnu xe aHanu3
OrPaHUYMBAJICS MCKTIOUUTEILHO KJIETKAMU C ITOJISIMU MeCTa,
TO Tako# auddepeHuranuyu He Habmoaanoch [42]. Takum 00-
pasoM, ajioueHTprueckoe kogupoaHue B PCK MoxeT ocHo-
BBIBAThCS HA IPYTHUX, TI0KA €111e HE YCTAHOBICHHBIX MOMY/ISIIM-
OHHBIX IPUHIINATIAX, €M B TUITITOKAMIIE.

B nonb3y aToro mpeamonoxeHusl CBUAETENbCTBYET TO, 4TO
npoduIN MOMy/SIIMOHHON akTuBHOCTH HelipoHoB PCK Kite-
TOK OBUTM 3HAYMTEJIbHO O0JIee CXOXUMM, KOTIA KPHICY MOMe-
IAJI B OTHO MECTO JABAXIIBI, YEM KOTIa XXUBOTHOE MTOMEIATY
B OIMTHAKOBBIC JJAOMPHMHTHI, PACITOJNIOXKEHHBIC B PA3HBIX YACTIX
OJIHOTO 3KcTepuMeHTaabHOro nomenieHus [48]. Koadbduum-
€HTBl KOPPEJSINH U TOBTOPHOTO MTOMEIICHUST B OMUH JIa-
OoupuHT B ogHoM Mecte i Kinetok PCK u kietok obiactu
CALl ObuTM MOXO0XM, YTO YKa3bIBAET Ha CYIIECTBOBAHME aJlIO-
neHTpuyeckoit pernpesenraunu B PCK. IIpumevarensHo, 4to
OMHUCAHHAS BbILIE CMEHUPUIHOCTH OTHOCUTEJIBHO MECTa B
KOMHarte ObLIa XapakTepHa ajs 0ojee yeM 70% mpoaHaau3u-
poBaHHbIX Ki1eToK PCK. D10 yKka3blBaeT Ha TO, YTO OOJBIIMH-
ctBo HelipoHoB PCK BoBJIeUeHHI B aJUTOLIEHTPUUYECKYIO peTIpe-
3EHTAIIMIO, HO 3TO He OTpaxaeTcs Ha YeTKOCTH (hOpMBI el
MeCTa 3TUX KJIETOK.

B coBokynmHOCTM TpuBeAEHHBbIE NAaHHbBIE CBUAETENLCTBYIOT,
yro B oTaMuue oT kmaccuueckux KHI, anekrpodusuosoru-
yeckue xapaktepucTuku kotopbix B PCK, ckopee Bcero, mo-
XOXM Ha KJIETKU 3TOH Xe Creluaiu3alyy B Ipyrux o0aacTsx
Mo3ra, cBoiictBa ycnoBHbBIX KM B PCK 3ameTHO oTimvaioTcs
oT cBoicTB kinaccuuyeckux KM B runmokamme. Bo3moxHo,
JaJbHelIIee MCCIeNOoBaHNe MEXaHMU3MOB IIPOCTPAHCTBEHHO-
ro konupoBaHusi B PCK npuBener K BbIIEIEHMIO HOBOTO THUIIA
ee KJIETOK, KOTOphIe TI0Ka YTO MPUXOAUTCs HaseiBath KM. He
UCKIIIOYEHO TAKXKe, YTO B OYAYILEM U OCTAIbHBIE BBISBJICHHBIE
cnenuanuzauuu Kietok PCK, xapakrepusytommuecs cnenudu-
YECKMMU OCOOCHHOCTSIMHU CBSI3U MX aKTUBHOCTH C TIOBEICHM-
€M, TOXe TOIBEPTHYTCSl peKaTeropusalii B COOTBETCTBUM C
VHUKAJTBHBIMI KOTHUTHBHBIMM (DYHKIIMSMH TAHHOTO OTIENa
KOpBI B MHTETPaLlMM ITPOCTPAHCTBEHHON U HETTPOCTPAHCTBEH-
HOW HHGbOpMAaLIUK.
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HAYUYHBI OB30P

CoBpeMeHHBIEC KIIMHUKO-
reHeTUYEeCKUE IIpeICcTaBICHUS]
00 ayTOCOMHO-PELIECCUBHBIX
HACJIEACTBEHHBIX NepUdepruIeCKrX
HEHUpoIaTusiax

A.®. Myprasuna'?, O.A. llaruna?, C.C. Hukurun', E.JI. Tagann?, A.B. ITonskos?

! Pezuonanviasn obuecmeennas opeanusauyus «O0uecmso cneuuanicmos no HepeHo-MululedHoIM 001e3HAM»,
Meouuunckuii uenmp «[Ipaxmuyeckas Hesponoeus», Mockea, Poccus,
YQI'BHY «Meduxo-eenemuueckuii nayunoui uenmp», Mockea, Poccus

Hacnedcmeennvie nepugpepuyeckue weiiponamuu (HIIH) — epynna Gosesuell, exnouaroujas HacaedcmeenHble MomopHble cercophoie Heiiponamuyu (HMCH),
HacaedcmeeHHble MOMOPHble Hellponamuu U HacaedcmeeHHvle cencophvie Heliponamuu. HITH moeym Hacnredosambcs aymocoMHo-00MUHAHMHO, AYMOCOMHO-
peyeccugho uu X-cuennenro. B Kaunuueckoli npakmuke 4acmo 6CMpedaiomes U30AUpoGaHHble CAY4al, IpU KOMOPbIX OMCYMCMBUe 2eHean02u4eckux OaHHbIX
SHa4UmenbHo 3ampyorsem ougdeperyuarsiyro duaernocmuxy; 45% cayuaes HMCH no-npescremy ocmaiomes 0e3 eeHemuueckoeo noomeepicoeHus.

Jns psda aymocomno-peueccustvlx HITH modcHo evideaumy xapakmepHvle Kaunuueckue, anekmpogustonoeudeckue, eucmonoeudeckue npusnaky. O0Hako
nocaeoHue nybaukayuu noxassigarom, umo yacmo HIIH umerom e moabko 6bipajiceHHyto KAUHUMECKYI0, HO U 2eHEMUUECKYH0 2eMepO2eHHOCHb, Yo 3ampyoHsem
ux Ougheheperyuansiyio duaerocmuxy. Yacmoma namosoeuu ¢ aymocomMHo-peUeccUugHsIM MUNOM HACAC008AHUS NOBLIUIACCS 8 OMOCAbHBIX NOMYAAUUSX U U30-
AAMax, umo 00yc061eHO A0KAAbHBIMU IheKkmamu 0CHOBamMeAs, NPUOOTIUMY K HAKONAEHUIO onpedeneHnbix Mymayui. Takux npumepos cpeou aymocomHo-
peyeccusnvix HITH, kax nokazan 0030p aumepamypot, nemasno. OOnapycenue dppexma 0cHogamens i MAjICOPHvIX Mymayuii 8 RORYASYUU U NOCHPOEHIUe 1120~
PUMMO8 QUAZHOCHUKY HA OCHOBE IMUX OGHHbIX MO 3HAUUMEAbHO NOBLICUMD (HeKMUBHOCHb U yOeuiesumb CHOUMOCHTb 00¢Ae008aHUS.

KimoueBbie cioBa: HaciedcmeenHble nepuqbeputteczcue He[tponamuu, HacaedcmeenHbie MOMOPHbLIE CEHCOPHblE Hedponamuu, HacaedcmeeHHbie
MOmMOpHble Heuponamuu, HacaedcmeeHHble CEHCOpHble Heuponamuu, aymocoMHO-peueccueHbvlu mun HacAed08aHus.

Anpec 1151 koppecnionenmun: 117258, Mocksa, yi. Kpxixanosckoro, 1. 17/2. POO «O011ecTBO ClIeNMAaINCTOB 10 HEPBHO-MEILIEY-
HBIM OoJie3HAM», MenuiHckuii neHTp «[Ipakriyeckast HeBposorus». E-mail: aysylumurtazina@gmail.com. Myprasuta A.®.
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nepumenmanvhoti Heeponoeuu 2019; 13(1): 55—69.
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Current view on phenotypic
and genetic features of autosomal recessive
inherited peripheral neuropathies

Aysylu F. Murtazina'?, Olga A. Shchagina?, Sergey S. Nikitin!, Elena L. DadaliZ, Alexander V. Polyakov*

!Association of Neuromuscular Disorders Specialists, Medical Center “Practical Neurology”, Moscow, Russia;
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Inherited peripheral neuropathies (IPNs) are a heterogeneous group of hereditary motor and sensory neuropathies (HMSN), hereditary motor neuropathies, and
hereditary sensory neuropathies. IPNs can be inherited in autosomal dominant, autosomal recessive or X-linked manner. In clinical practice, isolated cases are
more common, and the absence of genealogical data significantly complicates differential diagnosis. About 45% of HMSN cases lack genetic confirmation.

For a number of autosomal recessive IPNs, peculiar clinical, electrophysiological and histological features can be distinguished, however, recent publications show
IPNs often to have pronounced clinical and genetic heterogeneity. That complicates the differential diagnosis of hereditary neuropathies. Prevalence of autosomal
recessive pathology increases in remote populations and isolates due to a local founder effects. As the literature review showed, there are many such examples
among autosomal recessive IPNs. Detection of the founder effect and major mutations in the population and development of diagnostic algorithms based on these
data can significantly improve the diagnostic process.

Keywords: inherited peripheral neuropathies, hereditary motor and sensory neuropathies, hereditary motor neuropathies, and hereditary
sensory neuropathies, autosomal recessive inheritance.
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Beenenne

HacnencrBennsie nepudepuueckue Heiiponatuu (HITH) —
rpymnma 0oJe3Hel, BKIIYAoIas HaCAeACTBEHHbIE MOTOPHBIE
ceHcopHble Heitponatuu (HMCH), uim 6onesns Ilapko—
Mapu—Tyc (IIIMT), HacneacTBEHHbIE MOTOPHBIE HEMpPOTIATUN
(HMH) u nacnenctBeHHble ceHcopHble Heliponatuu (HCH).
Krnaccuueckumu kmmHnveckumu mnposisneHusimu HMCH sB-
JISIIOTCSL IBUTATebHbIE M UYBCTBUTEIbHBIC HApYLIEHUS, pac-
MpeneieHHbIe M0 AUCTATBHOMY TUIY: aTpopuu U c1aboCTh
JUCTAIBHBIX MBI PYK ¥ HOT, AehopManiuy KUCTEN U CTOTI,
CHIXEHUE YYBCTBUTEILHOCTH IO TUITY «II€PYaTOK U HOCKOB».
HeBponoru u TeHeTHKH BCe Yallle CTATKUBAIOTCS ¢ TaK Ha3bIBa-
€MBIMU «IIEPEKPHIBAIOIIUMUCS» (DEHOTUIIAMM, KOTIa B OMHOM
CEMbE C OHOW MyTallMel TeHa Yy ONHUX WIEHOB CEMbU pa3-
BuBaetcd tununyHags HMCH, a y npyrux — 4ucTo MOTOPHBIiA
BapuaHT Helponatuu. KiMHWYecKash reTeporeHHOCTh B psiie
CITy4aeB pa3MbIBACT IPAHUIIBI MEXIY TUCTATBHON CIIITHABHOM
MbitieuHoit arpodueit (CMA) u HMCH. CerogHs B nutepa-
Type Bce yaie u3berarot kiaccuueckux HazaHuil [IIMT u B
KiaaccuUKaIMy BapHaHTOB UCIIONb3YIOT HAMMEHOBAHNUE TeHa.

HIIH moryr HacnemoBaThcsi ayTOCOMHO-IOMUHAHTHO, ayTo-
COMHO-PEIIECCUBHO MK X-CHETUIEHHO. B KITMHIYeCKoii mpak-
THKE JacTO BCTPEUAIOTCS M30JMPOBAHHBEIC CIyJaH, IPHU KO-
TOPBIX OTCYTCTBUE T€HEAJOTMYeCKUX NAHHBIX 3HAYUTENHHO
3aTpymHSIET TU(PepeHIINaNbHYI0 THarHoCTUKY. CeromHs mo-
Ka3aHo, 4TO M3 reHetmyecku noarsepxaeHHsix HMCH 90%
3aHMMAIOT BCETO YeThIPe HEepormaTuyu — acCOIMUPOBAHHbBIE C
PMP22, GJBI, MFN2w MPZ 1, 2]. OmHako B BRIOOPKY B 3THX
UCCIENOBAHUSAX TIONAaNU TMalMEHThl C MPeABAPUTEIbHO IMOA-
TBEPXIEHHBIM MOJIEKYJIIPHBIMU METOAAMU AuarHo3om. B 45%
cnyyaeB HMCH no-npexHemy octaetcst 6e3 TeHeTHYeCKoii Be-
pudukamuu [1, 3].

C KaXIbIM TOIOM PACTET YUCIIO ONMUCAHUI HOBBIX ayTOCOMHO-
peueccuBHbix HITH (AP-HITH), 0GycinoBaeHHBIX pa3HBIMU
reHamu. Cpei HUX — HE TOJIbKO pelKKe, HO ¥ TIPETEHIYIOIINE
Ha MepBOE MECTO MO PACPOCTPAHEHHOCTU B HEKOTOPBIX MOMY-
nauuax: HINTI-neiiponatus mist LientpanbHoii 1 BoctouHoii
EBponbl, MME-neiiponatus nias SAnonuu [4, 5]. Hekotopbie
HITH BcTpeyaloTcst MCKITIOUMTENBHO B U30JISTaX, a OfpeaeieH-
Hble HapOJbl MMEIOT «COOCTBEHHBIE» YACThIe HACENCTBEHHBIE
HeWponaTiu, HarpuMep, LbiIraHCKuit Hapox Poma [6].

[My6nuKanmy mocjaenrHux JeT OMpPOBEPTaioT JOJITO CYIIECTBO-
BaBlIee MHeHMe 0 ToM, uTo AP-HITH nporexatoT Tsixenee no-
MUHAHTHBIX ()OPM M BCETIa HaYMHAIOTCS B paHHEM JIETCKOM
Bo3pacte. Hampumep, Hepemko IpH IeMUETMHUUPYIOMICH
(popme GDAPI-HeiiporaTUM MALMEHTHI, TIPOTUB OXUIAHUS,
COXPAHSAIOT BO3MOXHOCTb CAMOCTOSATEILHOTO TIePEIBIKCHIS
naxe B Bo3pacte 50—60 jeT; Takxe it MM E-HeiiponaTuu Bo3-
pact ne6rota mpuxonutcest Ha 30—60 net [5, 7].

O6wenpuHaTas kKiuHudeckast knaccupukauuss HMCH ocHo-
BaHa Ha 3JIeKTPO(OU3NOTOTHICCKIX JaHHBIX. Kputepuem pas-
JelieHUs] Ha JeMUETMHU3UPYIOLIME M aKCOHANbHbIE (DOPMBI

56

neurology 2019; 13(1): 55-69. (In Russ.)

SIBJISIETCS] CKOPOCTh pactpoctpanenust Bo3oyxaeHus (CPB) mo
cpenMHHOMY HepBy. HacnencTBeHHbIe HEMponaTy CYUTAIOTCS
nemuenuHusupytommmu ipu CPB menee 38 m/c [8]. OmHako
0Ka3aJioCh, YTO JaXe Y OOJbHBIX — YIEHOB OTHOI CeMbM Ha-
omonaercst BapuabeabHocTh CPB, uTo npuBesio K BbAEIEHUIO
eme omHoit popmer HMCH — mpomeXyTo4HOi, TIpH KOTO-
poit CPB no cpeauHHOMy HEpBY HaxoAMTCS B Irpeaenax 25—
50 M/c. MHOTHE YUeHBIE CXOIATCS BO MHCHHH, YTO TIPEIIOXEH-
Hasl Kinaccudukaiys, ocHoBaHHas Ha onpeneineHuu CPB mo
CPeIMHHOMY HEPBY, MIMEEeT MHOTO OTPAaHMYCHMH, T.K. HE Y4IH-
THIBAeT B TIOJIHOM Mepe TeHOTUIMIECKYIO M (PeHOTHITNICCKYIO
rereporeHHocTb HMCH [9]. KpoMe Toro, cyiiecTByeT myTaHu-
1Ia B abOpeBMATypax, MPUCBAaNBACMBIX IJIs yI0OCTBA HA3BAHMUS
HeliporaTuu. Bce 3T0 0CO0EHHO 0UeBUIHO MTPU PACCMOTPEHUM
akcoHanbHbIX hopM AP-HMCH, kotopble, B oTIMuue OT Ae-
muenuHmsupyomux (HMCH 4-to Tumna), He BEIHECEHHI B OT-
JeJbHYI0 Tpymiy. AGOpeBUaTypsl A1l UX 0003HAYEHHUST 4acToO
rpomo3nku. B 2015 1. rpymmoii yueHbIx u3 OpaHIK CAeTaHO
MPEIOXEHNE TIEPECMOTPETh CYILIECTBYIOLIYIO Klaccuduka-
uuio HMCH u nmosioXuTb B OCHOBY THUIT HAac/leqOBaHUS U OT-
BeTCTBeHHBIN TeH [10], omHaKo o(uLMANBHOTO MepecMoTpa
KJaccuUKaIMH e1lle He COCTOSIOC.

B HacTosmieM 0630pe 00cyXaal0Tcs KIMHUKO-TATOTeHETH -
4yeckune ocobeHHOCTH OcHOBHBIX (hopm AP-HITH (tabx. 1,
c. 58-59). [lna ynobcTBa MBI MPUACPXUBAEMCS TEPMUHOJIO-
TMU, OCHOBAHHOM Ha HAMMEHOBAHUAX, OOYCIOBIMBAIOLINX
Ty unu unyo HITH reHos.

Aytocomno-peneccusasie HMCH

Hemueaunuzupyrowgue gpopmot AP-HMCH
GDAPI-accoyuuposannas Heiponamus

Ten GDAPI obHapyxeH He3aBUCHMO ABYMS IPYNIaMU yUeHbIX
B 2002 ., mpryeM MCIaHCcKas TPyIINa omycana ero AeMUETHU -
3UPYIOLIYIO ¥ aKCOHANBHYIO (popMbl [11, 12]. Takxe U3BECTHBI
MaToornyeckue BapuaHTel TeHa GDAPI ¢ ayTOCOMHO-IOMH-
HAHTHBIM TUIIOM HaclienoBaHus [13].

Monexyasproie npuuunbl. OUTOTEHETUYSCKUA U CTPYKTYPHBbIiA
aHanu3 6enka GDAPI noka3zai, YTo OH OTHOCUTCS K CEMEWCTBY
DIyTaTUOH-S-TpaHdepas [14]. MccrenoBaHus 1ByX He3aBUCH-
MbIX Jlabopatopuit B 2005 1. mokasanu, yto GDAPI skcnpec-
CHpPYeTCs Ha HapyXHOi MeMOpaHe MUTOXOHApuii [15, 16]. Mu-
TOXOHIAPUM — IMHAMUYECKME OPraHe bl KIETKU: HEIIPEPHIBHO
CNIMBASICh U JIeJISICh, OHM BBICTPAWBAIOTCS B IIETIM BIOJIb aKCO-
HOB U PacXOMSITCS, TIPH 3TOM MEHSIOTCS MX (opMa, pasMmep U
nojioxeHue [17]. HapyleHue MUTOXOHAPUATbHON TUHAMUKU
TIPUBOIUT K HAPYIICHWIO aKCOHATBHOTO TPAHCIIOPTA B SHEPTO-
€MKUX JUIMHHBIX OTpOCTKax HeltpoHoB. [TokazaHo, uto GDAPI
YYacTBYET U B CJIVISIHUU, U B IEJIEHUU 3TUX opraHe [18].

Kaunuveckas kapmuna. PenieccuBHble (GOpMBI Heliponatuu
UMEIOT PaHHMUII 1e6I0T U, KaK IPaBIIO, MHBAIMAUZUPYIOT I1a-
uuenTa K 10—30 rogam [13]. Tem He MeHee onMcaHbl MALIUEHTHI
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ToXuoro Bo3pacta (60 JIeT 1 cTapiie) ¢ pelieCCUBHOIM GopMoii
HMCH, accommmposanHoii ¢ reHoM GDAPI (GDAPI-HMCH),
KOTOPBIE COXPAHSUIU CIMOCOOHOCTb K CAMOCTOSITEIbHOMY Tie-
peasuxenuto [7, 19]. B crpanax EBpombl yamie BcTpeyaeTcs
aKcoHanbHag peneccuBHast ¢opma GDAPI-HMCH [13, 20].
Bosie3Hb 00BIYHO EOIOTHPYET B MEPBbIE TOMBI XKM3HU C IHC-
TaJIbHOTO HUXXHETO MOTOPHOTO IeUINTA, YACTO COMTPOBOXIA-
tomierocs aedopmanmeit crorn. CyxoxXuibHble pedieKchl He
BBI3BIBAIOTCS, OTMEYAETCSI HapyIlIeHNe TITy00KOii YyBCTBUTEIb-
Hoctu. [Ipu3HaKu BOBIEUEHUST MBILIL KUCTEN TIPUCOCAUHSIOT-
cs1 onuxe K 10 rogam, mpuBoAd K AeopMaliiyl KUCTEN MO TUITY
«KOTTHCTOM Jambl». Y HEKOTOPHIX MAIMEHTOB pPa3BMBACTCS
IUCGhOHUS, MOTYT OBITh JibIXaTeJbHbIE HapyieHus [20].

Inexmponeiipomuoepagus (DHMI). PesynsraTbl, KaK U KJIM-
HUYECKUE TIPOSIBIEHNUSI, KpaiiHe BapuabeibHbl. Y MalMeHTOB
crapie 25 JIeT ¢ peliecCUBHOM aKCOHAIbHON (DopMoil Heii-
pOTIaTUM MKPOHOXHBIM M MaJo0epLOBbIi HEPBbI OOBIYHO HE
Bo30ymumel [20], CPB o cpenvHHOMY HepBY OCTaeTcs HOp-
MaJIbHOM, aMIUIATyIa MOTOPHOIO OTBeTa CHikaercs. I[lpu
nemuenuHm3upytomeir popme CPB 1mo MOTOpHEIM BOJIOKHAM
CPEIMHHOTO HepBa HAXOAUTCS B mpenenax 25—35 m/c.

Inudemuonoeus. bonvie Bcero cnyyaeB GDAPI-HMCH onu-
caHo B cTpaHax OacceitHa CpenuzemHoro mops [13, 20, 21].
B psine ctpan GDAPI-HeiiponaTvis SIBIISICTCS CAMOM 4acToOi cpe-
i akcoHanbHbix HMCH [22, 23]. D10 00yCcI0BIEHO JOKATb-
HbIM 3((dEKTOM OCHOBaTeNs, KOTOPbIi ObLT 06HapyxeH B Mc-
naHuu 1 mytauuu ¢.487C>T [13], B Utamuu — mst ¢.347T>G
[22]. B cTpanax BoctouHoit EBporbl (y ciaBsHCKUX HAPOIOB) U
B Poccun BhisIBNIeHa MaxopHas MyTauus — ¢.715C>T [24, 25].
B Poccuu Ha pomo myranuii rena GDAPI npuxomurcst 1o 7%
akconambHeix HMCH [24].

MTMR-accoyuuposantbie Heliponamuu

IMopaxeHne TeHOB IBYX MUOTYOYISIPUH-CBSA3BIBAIONIMX (Poc-
ataz (MTMR2w MTMR13/SBF2) npuBOIUT K pa3BUTHIO IBYX
AP-HMCH — IIMT4B1 (wiu MTMR2-HMCH) u IIMT4B2
(umu MTMRI13-HMCH). O6e (opmbl MOXHO OXapakTepu-
30BaTh KaK ayTOCOMHO-PEIECCHBHBIC NeMUETMHUUPYIOIINE
MOTOpHBIE U CEHCOPHBbIC HEMPOIATUKM ¢ PaHHUM JeOIOTOM M
XapaKTepHOM TMCTOJIOTMYECKOM KapTtuHoil [26]. Jlo oOHapy-
xenus reHa MTMR2 B 2000 1. [27] MTMR-acconupoBaHHbIe
HMCH nassBamch «AP-HMCH ¢ noKanbHBIMU CKJTaIKaMU
MUEJIMHA» B CBS3M CO CHEHUGbUISCKUMU MOP(OIOTUYECKUMU
M3MEHCHHUSIMH HEPBOB.

Tucmonoeuyeckas xkapmuna BriepBble onucaHa A. Ohnishi B
1989 1. [28]. ABTOp OOHAPYXWI B IPONOJIBHBIX Cpe3ax MKpO-
HOXHOTO HepBa yepeayloliuecss YJacTKU HENpPaBUIbHO CIIO-
JKEHHBIX CJIOEB MUEIUHA U 0oJiee MPOAOKEHHbIE HEMUETU-
HU3UPOBAHHBIC YYACTKHM, a Ha TOMNEPEYHBIX Cpe3ax HepBa —
YMEHBILEHUE YUCIa MUETMHU3UPOBAHHBIX BOJOKOH (MB) u
HaJIIY1e BOJIOKOH C CHJIBHO YTONIIECHHBIMU «CKJIATKaMU» MH-
emHa. Kak ObU1o MOKa3aHO Mo3xe, HapylieHus (hopMUpoBa-
HUSI CJIOEB MUETMHA MOTYT PACTIPOCTPAHSTHCSI TT0 TOBEPXHOCTU
AKCOHAJIbHOTO CTPEXHS MM CO30aBaTh CTPYKTYPHI, CHABJIM-
Batoliue akcoH [29]. Takxe B 6ronTatax HepBa 0OHApyXUBa-
I0TCSl U3MEHEHMSI MUEJIHA TI0 TUITY «TYKOBIMYHBIX TOJIOBOK» —
CNIEAICTBUE AMHAMUYHOTO Mpollecca AEMUETMHU3ALMUA U pe-
MUEIMHU3ALNY, KOTOPhIe Yamie BeTpedarotcs npu MTMRI13-
HMCH. Cuyuraercsi, YyT0 MMEHHO AeMMEIMHM3AIINS/peMue-
JIMHU3A1MS TPUBOJUT K MEHEE BBIPAXEHHBIM KIMHUYECKUM
MIPOSIBIICHUSIM Y 3TUX MALMEHTOB M0 CPABHEHUIO C UMEIOIIUMU
MTMR2-HMCH [29].

of
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Moanexynapuoie npuuuns.. MUOTYOYIIpUH-CBI3BIBAIOIINE (DOC-
(ata3pl, KOHLUEHTPUPYSICh B MeMOpaHax pa3HbIX OpraHeui,
KOHTPOJIMPYIOT BasKHBIE (DYHKITNH KJICTOK, TIPEKIIE BCETO MEM-
OpaHHBII TOMeOCcTa3 U Be3UKYJIsIpHbIN TpaHcmopT [30]. B yact-
HOCTH, psinl (hOCHOMHOZUTHUIOB SBJISIIOTCSI HEOThEMJIEMOM Ya-
CTBIO OMoNIornYeckux MeMopas, a 6enku MTMR2 u MTMRI13
OTBETCTBEHHBI 3a TIEPEX0]] OIHUX XUMUUeCKUX popM dochon-
HO3UTHIIOB B IpyTHe, YTO HEOOXOMNMO B IIEPBYIO OYepeb IS
MpaBUIbHOTO (HYHKIIMOHMPOBAHUS BHYTPUKIETOYHOTO TpaHC-
noprta [31]. Ob6a Genka sKcnpeccupyloTCcsl MOBCEMECTHO. B 11m-
TOIIa3Me MIBAaHHOBCKUX KJ1eToK 0enku MTMR2 o6Hapy:keHbI
B TNEPUHYKJIEAPHBIX M TMapaHONANbHBIX 00J1acTsIX, B 00MacTh
Haceuek IlImunmra—JIanTepmana. CmemaHo MpeIIONOXCHHE,
YTO HapylleHUs] GOPMMPOBAHUS 3TUX OENKOB U UX CBSI3EiH C
IPYTMMH CyOCTpaTaMd, KOTOpbIe B IIEpHOI IIOCTHATAIBLHOTO
CO3pEBAHUS PETYIMPYIOT CJAOXECHHUE MUCTMHOBBIX IIACTHHOK
1/VJTM TOMEOCTa3 IBAHHOBCKMX KJIETOK, TPUBOIMT K OMMCAH-
HOMY YTOJIIECHMIO MHUEIUHOBOW 000J0YKM M 00pa3oBaHUIO
«CKJIamoK» MuenrHoBoit o6omouku [30]. TlokasaHo, 4yTo Mue-
JIMHOBBIE «BHIMsTunBaHus» ipu MTMR2-HMCH o6pas3ytorcs
B MapaHOIaIbHBIX 00JACTSAX M 00J1aCTU Haceuek yxe Ha 3—4-ii
Hejiesie XXu3HU. Bo3MOXHO, 3TO 00yCIOBINBAET CTONb PAHHUI
Je0I0T KIIMHMIECKON CMIITOMATHKH.

Kwunuueckas kapmuna. PanHee pa3BuTHe peOeHKA ITPOXOIHUT
HOpMaJibHO. B Bo3pacte 2—4 et y pebeHKa pa3BUBalOTCS aTpo-
(v 1 cnaboCcTh AUCTATBHBIX MBI PYK ¥ HOT [26, 29]. JlocTa-
TOYHO OBICTPO K ONMUCAHHBIM M3MEHEHMSIM MPHUCOSTMHSIOTCS
€1a00CTh ¥ aTpodust TPOKCUMATBHBIX MBITIIT HOT, TTAIIMEHTHI K
30—40 romam camocTosATENbHO He nepeasuraioTcs. CyXoXuib-
Hble pediekchl, Kak MpaBWo, OTCYTCTBYIOT. [ledopmaruu
CTOII 110 THUIY <«IOJIOH», C «MOJOTOYKOBBIMM» M3MEHEHUSIMU
nanbleB. HapyiieHus 4yBCTBUTENbHOCTH IO MOJMHEBPUTHYE-
ckomy tuny [29]. B 2013 . sMOHCKUMU Y4eHBIMY OITyOIMKOBA-
HO KIMHUYecKoe HabmoneHue nauenTa ¢ IIMT4BI1 ¢ meHee
BBIPAXXEHHOW KJIMHUYECKOW KapTUHOM: ¢ 1e0I0TOM B BO3pacTe
13 neT, MeUTEeHHBIM TIporpeccrpoBaHreM cUMITTOMOB [32]. Kak
ykasaHo Bbiie, MTMR13-HMCH npotekaet erde, 00bIYHO C
JIe0I0TOM B BO3pacTe S JIeT, ¢ COXPAHHOCTBIO TPOKCHMATbHBIX
MBI Hor [33].

K nmomomHsrommM KIMHUYECKYIO KapTUHY NPH3HAKaM OTHO-
CATCS BhIpaXeHHas AedopMaiusl IpymHON KIETKW U KUCTeit
10 TUITY «KOTTUCTOM Jambl» [21]. Takke omycaHbl ape3 rojo-
coBbIX cBs130K pu MTMR2-HMCH [34] u BpoxneHHas Tiay-
KOMa, TIPUBOJSIIAs K paHHeit ciaenote npu MTMRI13-HMCH
[35]. DT momomHUTENbHBIE MPU3HAKU MOTYT CY3UTh Audde-
PEHLMATBHO-TUATHOCTUYECKUI MTOUCK U YMEHBIIUTh 00bEM
TeHEeTUUECKUX McclenoBanuii [21].

IHMI. Caumxenue CPB no 14—17 M/c 10 MOTOPHBIM BOJIOK-
HaM CPEIVHHOTO HEpBA C BBIPAXEHHOW TEMITOPAIBLHON IHUC-
nepcueii, MOTOPHbIE OTBETBI C HOT U CEHCOPHBIE OTBETHI C PYK
1 HOT, KaK IPaBWJI0, HE BBI3BIBAIOTCS [26].

Inudemuonoeus. MTMR2-HMCH ommcansl B cembsix u3 Mta-
nmuu, Caynosckoii ApaBuu, AHrauu, Uuauu, Typuum n An-
xupa [26, 27, 32], MTMR13-HMCH — B cembsix u3 Typuuu,
Tyuuca, Mapokko u Iopryranuu [33, 35, 36], B GosbIIMHCTBE
CBOEM C KPOBHOPOICTBCHHBIMU OpaKaMHU.

SH3TC2-accoyuuposannas Heiiponamus
SH3TC2-accouyupoBanHasa Heiiponatus (IIIMT4C) xapax-

TEpU3yeTcss paHHUM J1e0I0TOM, pa3BUTHEM aedopMaluii Mmo-
3BOHOYHMKA M YaCTBIM BOBJIEUEHUEM YEPEMHbIX HEPBOB.
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Ota Heliponatusi, KaK W Mpeablaylias, UMeeT OTHOCUTENbHO
cnenuduyeckne Mmopdonormyeckue usmenenus [37]. [Tomumo
TUIIOMMETMHM3AIM, YMEHbIIeH!s yucaa MB 1714 Hee xapak-
TEpHbl «paclIMpeHMe» LUTOMIa3Mbl IIBAHHOBCKUX KJIETOK,
(bopMupoBaHUE MHOXECTBEHHBIX <«IIMTOIIA3MATUYECKUX OT-
POCTKOB», a TaKXe 00pa30BaHKME HECKOJIBbKUX CI0eB Oa3aibHOI
MeMOpaHBbI.

Monexyaapuoie npuuunei. benoxk SH3TC2, xkaxk u MTMR-
0enKy, OTBETCTBEHEH 32 MPOLIECCHl BHYTPUKIIETOYHOTO TPaHC-
nopta [31]. OH HaunHaeT HYHKIIMOHUPOBATH HE C CAMOTO Ha-
yana (GopMUpPOBAHUS MUETMHA, a TOAKIIOUAeTCS B TMPOIECC
MUEIMHU3ALMK TI03Xe U, BEPOSITHO, UTPAeT KITIOYEBYIO POJIb
B TIOJIIEPKaHUU CTPYKTYPHOI TepMETMIHOCTH CJIOEB MUETNHA
nepudepuyeckoro Heppa, omocpenysd 0enoK-OelKoBble B3a-
UMOZIEHCTBYS. B yacTHOCTH, yCTaHOBIEHA €T0 CBSI3b C OMHUM
U3 UHTETPUHOB — TPAHCMEMOPAHHBIX KJIETOUHBIX PELETITOPOB,
nepeaaronmMx MexkiaeTouHnble curHainl [38]. ITpouecc Muenu-
HU3aUU TepUQEpUIecKIX HEPBOB 3aBHCHUT OT TPABMIBHOTO
(byHKIMOHMPOBaHUS crieliMuueckux M30(hopM perenTopoB
JIaMUHWHA U3 ceMelcTBa MHTErpUHOB. KoMILIeKch aTux Oen-
KOB yYacTBYIOT B MOJAEPKAHUM CTPYKTYPHOU CTaOMIBHOCTU
3peJibIX MUEIMHOBBIX 000J104eK [39].

Knunuueckas xapmuna SH3TC2-HeiiponaTuu OYEeHb Bapua-
oempHa [40]. TlepBBle CUMITOMBI 00JIE3HN OOHAPYXMBAIOTCS
paHo, yaiie B Bo3pacte 10 10 net, mpuueM, Kak MpaBuio, 00-
JIe3Hb Ae00TUpPYET ¢ AedopMaliii MO3BOHOUYHKKA, B TO BpeMs
KaK TIPM3HAKU HEMPOIaTUU TOSBISIOTCS B BO3pacTe CTapIle
30 ner [41]. B GonbIIMHCTBE Cly4yaeB HEWpOIATHSI XapakKTe-
pu3yeTcss MeIJIEHHBIM IIPOTPECCUpPOBAHMEM, BOBICUCHHEM
MPEUMYILIECTBEHHO AMCTAIbHBIX OTAENOB KOHEYHOCTEH, Mpo-
SIBJISTIOIIAMCS TeopMalMsAMH CTOI, cTemmaxeM. [lammueHTs
¢ HIMTA4C penxo TepsOT COCOOHOCTh K CaMOCTOSATETbHOMY
nepeasuxenuto [40]. XapakrepHbiM mpusHakoM SH3TC2-
HeliporaTuu sIBisgeTca aedopMalus MO3BOHOYHMKA — (op-
MUpOBaHME KHM(OCKOIMO3a, BCTpeyalolieecss B 0ojiee 4eM
80% cnyuaes [42]. [Ipx 5TOM BBIpaXXEHHOCTb KH(POCKOIMO3aA
HE KOppeIupyeT ¢ TsekecThlo Heliponatuu [43]. Ina IMT4C
TaKKe XapaKTepHO BOBJIEUEHUE YEPEITHBIX HEPBOB, Yallle Topa-
xatotesa VIII u VII mapsl, omHako omnycaHo BOBIeYeHUE OYIIb-
OapHBIX U IJIa30IBUraTebHbIX HEPBOB [41, 44].

HDHMT. npoxuii nuanazoH uameHeHuss CPB mo MoTopHbIM
BOJIOKHaM HEpBOB PyK U HOT (B cpeaHem 20—25 Mm/c 1o cpe-
IMHHOMY HEPBY) B COUETAHUU C BHIPAXEHHOM TeMIIOpaNbHOMI
nucriepcueil. CeHCOpHbBIE OTBETHI CHUXEHBI JIMOO OTCYTCTBY-
10T [41].

Inudemuonoeus. SH3TC2-HelipormaTuss SBISETCS JTOBONBHO
pacrnpocTpaHeHHO! (hOpMOM HACIeACTBEHHOM HelponaTuu
JUISL HEKOTOPBIX Monysiuuit. Dd@ekT ocHoBaTe 1 0OHApYXEeH
B TOMYJISIINY UCTIAHCKKX LIBITAH U B KJIacTepe (paHKO-KaHa-
1eB [45, 46]. OTaenbHbIE CIy4ay OMMCAHbl BO MHOTMX CTpaHax
EBporbl, HEKOTOPHIX cTpaHax Appuku U B ABctpammu. Ot-
MEUeHO MIMpOoKoe pacrnpocTpaHeHue SH3TC2-Heiiponatuu B
cTpaHax 6acceitna CpemuseMHoro Mops [47].

NDRG I-accoyuuposannas Heliponamust

NDRG I-accolnnpoBaHHasi HeiiponaTuss — 3TO OJHA U3 Tpex
HaCJICICTBEHHBIX HEMpPOIATHiA, Jalie BCTPEYAIOIIUXCS B IIBI-
TaHCKO MOMyNALMU, a UMeHHO Y 1biraH Poma. [Ipyroe He
MeHee pacnpoctpaHeHHoe HasBaHue — HMCH Tuma Jlom,
0 Ha3BaHMIO ropona B boarapuu, rie aTa HeiiponaTus Obula
BIiepBhIe onmcaHa B 1996 1. [48].

60

B 6uonTare mkpoHoxHoro Hepsa npu NDRGI-HeiipornaTun
00HAapPYXMBAIOTCS TUMMYHBIE MTPU3HAKHU TIEMUETUHU3UPYIOIIEH
HeMpoImaTUi: 3HAYUTEJBHOE YMEHBIIeHMEe KommdyecTBa MB,
CHIKEHME TIOTHOCTH pacIipeeieH s HEPBHBIX BOJIOKOH, (e-
HOMEH «TyKOBUYHBIX TOJIOBOK» KaK V B3pOCTIBIX, TaK 1 Y ACTei
[49]. C Bo3pacToM HepBHBIE BOJIOKHA ¢ MPOI(epupOBaHHbI-
MM CJTOSIMU MUEJIVHA TIOTHOAIOT, 1 B ITperapaTe MOXXHO YBUICTh
BOJIOKHA C MCTOHYCHHBIMHU CIOSMHU PETPECCUPYIONINX «IYKO-
BUYHBIX TOJIOBOK» 0e3 oceBoro crepxHs. K 20 ronam nucyesaer
ocHOBHag yacTb MB [50].

Monexyaspnwie npuuunbi. benok NDRG1 skcnpeccupyetcst B
pa3HBIX TKAHSIX OpPTaHM3Ma, B HEPBHOM cUCTeMe OH OOHapy-
K€H B SIIpax M LUTOIIa3Me IBAHHOBCKMX KJIETOK U OJIUTOfIeH-
npouutoB [31, 51]. GyHKIUM 3TOTO MPOTEMHA B MUETMHOBBIX
KJIeTKaxX Majo M3y4eHbl. Y Mbllleii ¢ HokayroM reHa NDRGI
CENATMIIHBIIA HepB N0 2-i1 HelelIu XU3HU OCTaBaJICS COXPaH-
HBIM, HO K 5-i1 Hezese Obl1a oOHapyXeHa ero JereHepanus B
CBSI3U C TIPOIIECCOM JIEMHUEMHU3AIINM, YTO MOXET YKa3bIBaTh
Ha He0OXOIUMOCTb IIPOIYKTA TeHA B IIOAIEPKAHIN CTAOITBHO-
CTU CTPYKTYPhI MUETMHOBBLIX 000m0uek [52]. B3aumopeiicTBys
C IPyTMU OeJTKaMU 1 Y4acTBYS B (HOPMUPOBAHUY TJIMKOTIPOTE-
nHOBBIX KoMmIiekcoB, NDRG 1 urpaet BaxxHyio posib B 3HI0CO-
MaJibHOM TpaHcnopte [31, 50, 51].

Kaunuyeckas xapmuna. NDRG I-HeliponaTusi 1e0IOTUPYET, Kak
u 6ompmHCTBO HMCH, ¢ pa3BUTHS JMCTABHOTO IBUTATEITh-
HOTO ¥ CeHCcopHoro neduiMta. Havano Goje3Hu MpuXoauTcs
Ha Bo3pact 1o 10 net, K 10—20 rogaM mpucoeauHsIeTcsl MpoK-
CHMaJIbHas CNIab0CTh, Pa3BUBAIOTCS AehOPMALMU KUCTEH U
cTom. B HEKOTOPHIX Clydassx MOXeT HaOmomaThesl 3amepxkKa
MOTOPHOTO Pa3BUTHSI, ¥ YaCTH MALIMCHTOB ITOXOIKA HapylIeHa
C MOMEHTa MPUOOPETeHUs] HABBIKOB XOIbObI. BONBIIMHCTBO
60sbHBIX ¢ LIMT4D TepstoT ciocoOHOCTh K CAMOCTOSITENIBHO-
My niepensuxeruio K 25—30 ronam. CyxoxuibHbie pedieKchl
C HOT OTCYTCTBYIOT, C PYK — P€3KO CHMXEHBI MII OTCYTCTBYIOT.
UyBCTBUTENIBHBIC HAPYIICHHSI PACTIPEIEIIAIOTCS 0 IUCTATBHO-
My THITY, 6osiee BbIpaxeHbl B Horax. Yacto otmeyaroTces nedop-
Maiuu 1mo3BoHOuHMKaA [49, 53]. XapakTepHoit 0COOEHHOCTHIO
seasietcs mopaxenue VIII mapel yepemHbIX HEPBOB, pa3BUTHUE
HeWpOCEHCOPHO TYTOYXOCTH BIUIOTh MO TIOJTHOW TIOTEPH CITy-
xa. HapymeHus ciyxa MMeEIOT NMPaKTHYECKW BCE MALMCHTHI
crapuie 30 net [49].

B HeckoJIbKUX MyOIMKAIMSIX yXe B paHHEM BO3pacTe y Malu-
€HTOB 0e3 KIMHNICCKHX IIPOSBICHUI KaK CydaifHas HaXooKa
obHapyxuBatoTcsl naronornyeckue MPT-u3meHeHust B Buae
CyOKOPTHKAJIBLHBIX 0YaroB B OEJIOM BEIIECTBE MOJTyIapUil TO-
JIOBHOT'O MO3ra, 0€3 IaTOJIOrMYeCKUX U3MEHEHHIA B MO3KEUKe
1 0a3aibHBIX FaHIIMAX [53, 54].

DHMT. Canxenre CPB mo MOTOpHBIM BOJIOKHaM HEPBOB PYK:
M0 CPeAMHHOMY HepBY OOBIYHO OKOJMO 15 M/c. ¥V maimeHTOB
MOIPOCTKOBOTO BO3pAcTa M CTapIilie ¢ HOT MOTOPHBIC OTBETHI I10-
JIYYUTh HE YIAeTCs, KaK U CEHCOPHbIE OTBETHI C pYK U HOT [49].

Inudemuonoeus. DpdexT ocHoBareast mo Myrauuu c.442C>T
B reHe NDRGI obHapyxeH Bo MHOTHX cTpaHax EBporisl B ce-
MbSIX, UIMEIOIIMX IIPOMCXOXIEHME U3 LIBITaHCKOTo Hapona Poma
[55]. Honroe Bpemst cuutanock, yro LIMT4D — 310 Gose3Hb
UCKITIOYMTEIbHO poMaHCcKoro Hapoma [53]. OmHako mosBIs-
10TCs MyOIMKALIMU ¢ onrcaHueM ciydaeB NDRG I-Heitponatiu
B CEMbSIX HEPOMAHCKOTO MPOUCXOXICHHS ¢ THITUYHBIMA KITH-
HUYECKAMU U MTHCTPYMEHTAIbHBIMU IIPU3HAKAMHU, B YaCTHOCTH
B Utamin n Kutae, Ho 00yclIOBIEHHBIE APYTUMU MYTalUsIMA
Brene NDRGI [56, 57].
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EGR2-accoyuuposannas neiiponamus

[Topaxenue rena EGR2 (oH xe Krox20) NpuBOAUT K Pa3BUTHIO
psoa HaCNeACTBEHHBIX HeHpOIaTHii, He TOBKO PEleCCHBHBIX
(bopM, TakMX KaK BPOXICHHAs TUIIOMUCTMHU3UPYIOIIAS Heli-
pormatust ¥ cuHapoM dexepuHa—CoTTa, HO ¥ TOMUHAHTHOM
nemuenuHmupytomeir popmer — IIMTID. Ommcana Takke
akcoHanbHas ¢opma EGR2-HeiiponaTuu ¢ IO3AHUM AEOI0TOM
1 JOMUHAHTHBIM THITOM HacJIeIoBaHMS [58].

Monekynapusie npuuunsl. benok EGR2 HeoOxomum s mpa-
BUJIBHOI COOPKY MMEIIHA 1 ITOAAePXKAHUS €T0 CTPYKTYpBI. st
NPaBUJIBHOTO (POPMUPOBAHMSI MUEIMHOBBIX 000J104eK HEo0-
XOIMMa KOOPIMHUPOBAHHAsI paboTa psia TPaHCKPHUITIIMOHHBIX
axTopos (SOX10, Nabl/Nab2) [59]. BzaumoneiicTBys ¢ ABY-
M$ TPAHCKPUTIIMOHHBIMUA KOPEryasaTopHbiMU Oeikamu Nabl
1 Nab2, EGR2 yyacTByeT KaK B Ipoliecce MUETTMHU3ALUY TTPU
(hopMUpOBaHUY MUETMHOBBIX 000JI0YEK, TaK U B IPOLIECCE pe-
MUEJIMHMA3ALMN TTOC/Ie oBpexaeHns Hepsa [60, 61]. MHaktu-
Bauys reHa EGR2 npusonut K nenucddbepeHIMpoBKe MUETNHA
M TakuM o0pa3oM YCKopsieT Tpoliecc aemuenvHuzanuu [60].
Kpome perynaunu TpaHCKpUITLUK, 3TOT OeJI0K, 00nagas CTpykK-
TYpO# <«IIMHKOBOTO TMajblla», HeceT (DYHKLMIO CBS3bIBAHUS
JHK (nommep:xaHus e€ mpaBUIbHOM CTPYKTYphI) [62].

BrIpaxkeHHOCTh M3MEHEHUI TIPU 2UCIMOA02UYECKOM UCCAe008a-
Huu OMOTITaTa UKPOHOXHOTO HEPBa, KaK M TSKECTb KIMHUYE-
CKUX TPOSIBJICHUI, 3aBUCUT OT TUIa MyTauuu reHa EGR2 [63].
[Tpu Bcex memuenuHusupyromux Gopmax EGR2-Heiiponatuii
BBISIBJISTIOTCS TUIIMYHBIE TPU3HAKW JeMUETMHU3ALNU, 3Ha-
YWUTEIbHOE YMEHBIICHNE KOMMYEeCTBA TOHKMAX M TOJICTBIX MU-
€IMHU3MPOBAHHBIX HEPBHBIX BOJOKOH, 00Opa30BaHME <«JIyKO-
BUYHBIX TONOBOK» [62]. UMCIO COXpaHUBILIMXCS BOJOKOH C
TOHKAMM MHUEIMHOBBIMU 000JOUYKaMK KOPPEIUpYeT C TsxKe-
CTBIO 3a00JIEBaHMS: TIPH BPOXICHHON TUIIOMHCTMHU3UPYIO-
1lIeii HelipomaThU OHU IPAKTHYECKU OTCYTCTBYIOT [63].

Kaunuueckas kapmuna. BpoxneHHast TATIOMUETMHU3NPYIOIAS
HeliponaTtusl MpeanoiaraeT Haluyle BPOXICHHBIX KIMHUYE-
CKUX U3MEHEHMH, T.K. MPUUMHON WX PA3BUTHS SIBIISIETCS Ha-
pyleHue nporeccoB GOPMUPOBAHUSI MUEIMHA TIPU BHYTPU-
yTpoOHOM pa3BuTHU [62, 63]. V neTeil 0TMeyaroTcsl BPOXKICH-
Has TUTIOTOHUSI, apediexcusi, cabocTb AUCTANTBHON MYCKYa-
TYpBI, 3a[IEPXKa MOTOPHOTO Pa3BUTHSI — MALMEHThl MPHOOpE-
TalOT HaBBIKK XOAbObI B Bo3pacte 18—24 mec. ¥ 60% GOIbHBIX
HAOJI0Na0TCsl MPU3HAKK TMOPaXeHWs KPaHUANbHBIX HEPBOB
(nTo3, dacuukynauuu s3bika, OyJbOApHBIE U JbIXAaTENbHbIE
HapyuieHus1) [63]. Bce mareHTs! yTpaunBaioT CriocoGHOCTh K
CaMOCTOSITEIbHOMY MEPeIBUKEHHUIO.

OHMI. Chuxenne CPB mo cpeguHHOMY HEpBY — MeHee
10 m/c [63]. B HEKOTODBIX CIy4asix MOTOPHBIA OTBET [P CTH-
MYJISILIAY HEPBOB PYK U HOT HE PETHCTPUPYETCs, YTO KOPPEIH-
PYET ¢ TsxecThio 3a00/eBaHus. B 2012 . omucaHo KITMHUYECKOE
HaOJoIeHNEe TMAllMeHTa ¢ BPOXICHHON aMUeTMHU3NPYIOIIEH
HelipornaTuei, 00yCIOBICHHOM TOMO3UTOTHOM Jeelneid TeHa
EGR2 [64]. Tucronornyeckoe HccleNOBaHUE WKPOHOXKHOTO
HepBa MalKeHTa I0Ka3ajo MOJHOe OTCYTCTBIE MUETMHA HEPB-
HBIX BOJIOKOH, TIPH 3JIEKTPUIECKOM CTUMYISIIMU HEPBOB OTBE-
THl HE PETHCTPUPOBANUCDH, NEHEPBALIMOHHAS aKTUBHOCTD MIPU
UTOJILYATOM 3JEKTPOMUOTpa(uu OTCYTCTBOBAA.

Inudemuonoeus. BpoxneHHas TMIOMMETMHM3UPYIOLIAs Hel-
pornatus, oOycrnoBieHHash MyTtauueir reHa EGR2, sgpnsercs
KpaiiHe peIKMM COCTOSIHHEM, M B IUTEPAType OMMCAHBI JIUILIb
M30IMPOBaHHbIE CIydan [62—64].
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PRX-accoyuuposannas netiponamus

PRX-neiiponiatust (IIMT4F) otnuuaercs ot apyrux HMCH
HATMYMEM rPyObIX UYBCTBUTEIBHBIX HAPYIIEHUH, TPUBOASIIMX
K Pa3BUTHIO BHIPAXKEHHOW CEHCOPHOM aTaKCHUH.

Mopgonoeueckue uszmenenus npu PRX-HeiiponmaTuu MKpo-
HOXHOTO HepBa He OTIMYAIOTCS OT TUITMYHBIX M3MEHEHUI TIPH
JeMUEeTMHU3UPYIOLIel HeliponaTuu: B 61MonTaTe 0OHApYX1Ba-
eTcsl yMeHbIIeHNe urcia MB, a Takke MosIBICHIE OIMMCAHHBIX
BbIIlIE U3MEHEHUI MUEIMHA TI0 TUIY «TYKOBUYHBIX TOJIOBOK».
VY onHoro manueHTa 6puTH 3aPUKCUPOBaHBI U3MEHEHMS Mapa-
HOIAJIBHOM 00JIaCTH: YMEHBIIICHUE KOJTMIECTBA MTETeTh MUCTTH-
Ha ¥ OTCYTCTBUE CrelM(DUUECKUX KOHTAKTOB MEXIY MapaHo-
JATbHBIM MUETMHOM M aKCOHOM [63].

Monexyaspnvie npuuunsl. PRX — nepuakcuH BrepBble OMKMCAH B
1994 . xaK 6enoK, OTBEYAIOIINIA 32 AKCOIIMATbHBIE KOHTAKTHI
[66]. DTOT MpOTEMH OOHAPY:KEH MCKITIOUMTELHO B IMBAHHOB-
CKUX KJIETKaX, IMeeT IBa IOMEHa: S-TIepuakcyH u L-miepuakcu,
NPUHUMAET Y4yacThe B O€NOK-0ENKOBBIX B3aMMOAEHCTBUSIX.
L-meprakcuH 3KcmpeccupyeTcsl Ha abakKCOHATLHON TTOBEPXHO-
CTH 3DEJIbIX MUETMHU3UPYIOLIMX IIBAHHOBCKUX KJIETOK, T.€. Ha
MeMOpaHe, TpujIexalieil He K akCOHY, a K 6a3aibHOi MeMOpa-
He. B cramny pa3BuTHS MUEIMHA WK B PETEHEPUPYIOIINX HEp-
Bax MEPUAKCHH JIOKATM3YETCsl Ha alaKCOHAIbHOM MOBEPXHOCTH
(HampaBJIeHHOM K akCcoHy) [66, 67]. L-mepuakcuH, B3auMoeii-
CTBYA C JIMCTpoMHCBSI3aHHBIM Oenkom-2 (DRP2), obGpasyer
GeTKOBBIN KOMILTeKe TeprakciH—DRP2 [68]. D1oT KoMmmieke
SIBJISIETCS YACThIO IPYTOTO KOMILIEKCA OEIKOB, MOAOOHOTO TOMY,
4TO B CKEJIETHOH MBIIIE 00pa3oBaH GelKaMu TUCTPOMUHOM,
JVICTPOIIMKAHOM U JID., ¥ CBSI3BIBACT BHEKJICTOUHYIO 0a3aIbHYIO
MeMOpaHy ¢ BHYTPUKJIETOYHBIM LIMTOCKEIETOM, CTAOMIU3UPYET
MeMOpaHy IITBaHHOBCKOM KiteTkM [67]. TMopaxkenue reHa PRX
BBI3HIBAET HapylleHHe (OPMUPOBAHUSI 3TOTO OEIKOBOTO KOM-
TUIeKca, TIPUBOJIS K Pa3BUTHIO IeMUeMHI3aIMK. BeposTHo, 310
He eIMHCTBEHHBII MeXaHu3M passutusi PRX-Heiiporiatuu [65].
[Tpeamnonararot, YTO TSKECTh KIMHUYECKUX TPOSIBJICHUI 3aBU-
CHT OT THUIIA MYTallM: TIPH TIOTHOM OTCYTCTBUM L-TieprakcuHa
TeueHUe 00JIe3HU TSIKeNee, YeM Ipu 00pa30BaHUU €ro YCedyeH-
HoIA (hopMbI [65].

Kaunuueckas kapmuna. TeyeHue U TKECTh KIMHUYECKUX MPO-
sBneHuit PRX-Heiipomnatun BapuabenbHbl. [1e00T MOXeT ObITh
KaK B paHHEM JIETCKOM BO3pacTe Mo TUIY cuHIpoMa Jlexepu-
Ha—CotTa, Tak 1 B mo3aHeM — B 30—40 net [69, 70]. Knaccu-
yecKasl KIMHUYEeCKasd KapTHUHA BKIIIOYAeT pa3BUTHE Heipora-
TUU B TIEPBbIE MECSIIbI KU3HU, 3aEPKKY MOTOPHOTO PAa3BUTHUS
C IUCTAJTBHBIM pacIpeeleHreM CTa0ocTh U medopMalmeit
CTOII, BbIpaXKEHHbIE YYBCTBUTE/IbHbBIE HAPYILEHMS, CEHCUTHB-
Hylo atakcuio [65, 69]. Takxke Hepenko npu PRX-Heiiponatuu
OTMeYaloTCcs AehopMaLiy O3BOHOYHMKA [69, 71].

HHMT. Kak rpaBuio, CEHCOPHbIE OTBETHI C PyK U HOT U MOTOP-
HBIE OTBETHI C HOT HE perrcTpyupytoTes. [pn TecTpoBaHUM Hep-
BOB PYK MOTOPHBIE OTBETBI TAKXKE MOTYT OTCYTCTBOBATD, B CJIydae
ux Hamuust CPB 3HauMTe1bHO CHIDKeHA — Hipke S M/c [65, 69].

Anudemuonoeus. CerogHst onrcaHo okojio 20 U301MPOBAHHBIX
KIMHUYECKUX HaOJIOIeH !, OO0JIbIast YacTh B CEMbSIX C KPOB-
HOPOJICTBEHHBIMU OpaKkamu.

HKI-accoyuuposannas Heiiponamus

Ipyroe Gojee pacmpoctpaHeHHoe HazBaHue HKI1-Heiipoma-
tin (LIMT4G) — HMCH Ttuna Pyce, kak 1 HMCH tuma Jlom,
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Ha3BaHHas 110 ropony B bosirapuu, B KOTOpOM OHa ONMMCaHa
BIIepBbIE [72].

Monexyaapnovie npuuunvi. HK1 — rekcoknHaza-1 oTHOCHUTCS K
(bepmeHTaM, KaTanu3upyomuM GochopuiInpoBaHue TIIOKO3bI
B INTI0K030-6-(hocdar. OnHaKo maToreHeTHYECKas CBSI3b MEXIY
HapyIieHueM GYHKIIMOHUPOBaHMS 3TOTO (hepMeHTa B ITeprde-
PUYECKUX HEPBaX U Pa3BUTUEM HACJIENCTBEHHOW HelpomnaTuu
He ycTaHoBieHa [73]. Micxoas U3 Toro, 4To npy UMMYHOTHCTO-
XMMUUYECKOM aHanu3e 6uonTaTta HepBa manueHTa ¢ [IIMT4G
HE BBISIBIIEHO CHVDKEHUST aKTUBHOCTU TEKCOKMHA3BI-1, MOXHO
MPENOJOXUTh MHYK JIOKATU3ALMI0 MaTONOTUYECKOTO MPO-
1ecca — TeJIo HePOHOB.

Tucmonoeuueckoe uccnedosanue HEPBOB HE TIOKA3BIBAET SIBHBIX
MPU3HAKOB IEMUETUHU3ALMHU, B OTIMYKAE OT APYTUX JEMUETU-
HU3UPYIOLIMX HACTIEICTBEHHBIX HEMpOTaTuii C pAHHUM IE0I0TOM
[72]. B buonTarte HeT runepTpodUYecKux U3MEHEHUI HEPBHBIX
BOJIOKOH, OTMEYAIOTCSl JIMIIb CHIDKEHWE TUIOTHOCTH TOJICTHIX
1 CKOILIeHUs pereHepupyrommx MB, conepxaHue Hecrieldu-
YECKOTo MIeoMOp(HOTo MaTepralia B HEKOTOPhIX aKCOHAX.

Knunuueckasn kapmuna HKI-HeliponaTuy 10XoXa Ha TaKOBYIO
npu NDRG I-HeiiponaTuu 3a MCKITIOUEHUEM OTCYTCTBUS Hapy-
meHui cayxa [72]. OObIYHO MepBble CUMITOMBI MOSIBJISIIOTCS B
Bo3pacte 8—16 net. [Ipu3HaKK MOpaXeHUS PYK MPUCOEIMHS-
I0TCS TI03X€e, BHAYaJle BOBJICKAIOTCS MEJIKKME MBI KUCTEH,
3aTeM MBIIIIBI Tipeamuieunii. [lape3 MeUIeHHO MporpeccupyeT
IO TUISTUM B AWCTaJIbHBIX OTHENAX HOT, 3HAYMTEIbHO BOBJIE-
KaeTcs TPOKCUMATbHAsT MYCKYJIaTypa HIDKHUX KOHEYHOCTEH.
OdgeHb xapakTepHBI AedOpMaIMy CTOM, a AeOpMAaIliK II0-
3BOHOYHMKA BCTpeyaroTcs peako [72, 74]. CyxoxunbHble ped-
JIEKCBI C HOT ¥ PYK He BBI3BIBAIOTCS, CTPAdaloT BCEe BUIBI UYB-
CTBUTEJBHOCTU C pacrlpene]eHHeM IO MOJMHEBPUTHYECKOMY
THUITY. Y 9acTH IMAIIMEHTOB OTMEYaeTCs MOPaXeHNEe YEPEeITHBIX
HEPBOB, YTO MOXET IIPOSIBISATHCS IITO30M, JTULIEBOM TUIUICTHEI
u 1ucoHueN.

IHMT. Tlpu TecTMpoBaHMM CPEIMHHOIO HEpBa OTMEYaeT-
ca cumxenne CPB o motopHbeiM BonokHam o 30—33 m/c ¢
HOPMAaJIbHOM MJIY CHIDKEHHOM aMILIMTYI0 MOTOPHOIO OTBETA.
MoTOpHbIE OTBETHI C HOT M CEHCOPHBIE OTBETHI C PYK M HOT, KaK
MIpaBWJIO, TIONYYHTh He ymaeTcs [72, 74].

Inudemuonoeus. HKI-Heiipormatuss — omHA M3 TpeX Haclemd-
CTBEHHBIX HelipomaTuii 1plraHckoro Haponaa [74]. B Hekoro-
pBIX CTpaHax, HampumMep, B Yexuu, aTa HellpomnaTusi BXOIUT B
IecsITKy cambIx pacrpoctpaneHHbx HMCH, a B momymsiimu
YEeIICKMX IIbITaH OHa BcTpedaeTcs y 45% nanmentos ¢ HMCH,
B 2 paza vamie, yeM [IIMT4D [75].

FGD4-accoyuuposannas neiiponamus

FGD4-neiiponatus (IIMT4H) xapakrepusyetcsl paHHUM Jie-
010TOM, MEIJIEHHBIM TEUYEHUEM U PA3BUTUEM TPYIHO KOPPUTH-
PYeMBIX IeopMaliuii IT03BOHOYHMKa [76, 77].

Monexyaspuoie npuuunsl. benox ¢bpabMH, KOTUPYEMblid TEHOM
FGDA4, coctout U3 5 TOMEHOB, KaXIblii U3 KOTOPBIX HECET OIpe-
IeNeHHYo (DYHKIIMIO, TIO3TOMY CYLIECTBYET HECKOJIBKO IMaTo-
TeHETUYECKMX TMIIOTe3 MOopaxeHus: MuenHa [76, 77]. @pabux
SKCIIPECCHPYeTCsl B IMBAHHOBCKMX KIETKaX B PaHHEM IIOCT-
HataibHOM mepuoze [76]. Kak 1 mo06ast BRICOKOCTIELMATN3M-
pPOBaHHasl CTPYKTYpa, IIBAHHOBCKAS KjeTKa OOJafaeT psioM
BaXKHBIX OCOOCHHOCTEH: CITOCOOHOCTHIO K TIpordepaliy, Mu-
Ipalluu, aire3uu, MoJsIpru3aluu, KIETOYHOMY U BE3UKYISIPHOMY
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TpaHCIopTy. DT (YHKIMK HEe MOTYT OBITH OCYIIECTBIEHBI Oe3
JMHAMUYECKUX CHCTEM KJIETKM — aKTMHOBOTO LIUTOCKENeTa U
CeTH MUKPOTPYOOUEK, IS IIPABUIILHOM pabOThl KOTOPBIX HE00-
xomuMel ryaHosuHTprdocgartsl (I'TA) cemeiictBa Rho u ki
UX TIpeBpaIleHs] U3 MHAKTUBUPOBaHHOH (hopMbl [JID B akTHB-
Hyto ['T®. Dtu B3auMoOmpeBpalleHKsT PEryIUpyIOTCs: HECKOIb-
KMMM MeXaHWU3MaMH. B 9acTHOCTH, CyIIeCTBYIOT HYKJICOTHAHBIC
(haKkTOpBI, OTHUM M3 KOTOPBIX ABJISETCS Oeok (pabun [76].
On crumysmpyer niepexon [JI® B I'T® Cdc42, yyacTBytomiuii B
KJICTOYHOM IIMKITe, HEOOXOMMMBIHA IS MpoTiepaliii MIeH-
HOBBIX KJIETOK ¥ TPaBUJIbHOM MUETMHU3ALINHI aKCOHOB [76, 77].

Tucmonoeuyeckoe uccaedosanue KPOHOKHOTO HEPBA BBISBIISICT
TUTNIMYHBIE TTPU3HAKKU JAEMUEIMHU3ALMU: YMEPEHHOE CHMXKE-
HUE TJIOTHOCTY pacrpeneneHus HepBHbIX M B, GonbIIMHCTBO
U3 KOTOPBIX MMEIOT UCTOHYCHHYIO 000JI0UKY, @ MEHbIIIAs 4aCTh
BOJIOKOH OKpYX€Ha TOJICTBIMM HEMPaBUJILHO CIOXEHHBIMU
CJI0SIMU MUeJIMHA («IyKOBUYHBIE TONOBKU») [76, 78].

Kaunuueckas kapmuna. Bo3pact nebrota — B MepBble ABa roaa
KM3HU C pa3BUTHUS C1AOOCTH U aTPpOGhUM AUCTATBHBIX MBIIIL HOT
[76, 78]. OTMevaeTcst 3aepskKa MOTOPHOTO Pa3BUTHSL: MalMeH-
Thl HAYMHAIOT XOIUTb B Bo3pacTe oT 15 mec o 3 net. [Toxomka
HeycToituuBas. OTMevarotcst JehopMaly CTOM, YYBCTBUTE/b-
HBIe HApYIICHWS B IUCTABHBIX OTIEIaX HOL. PyKu BoBJIeKaloTCS
B MEHblIEH cTerneHu, HaOMIoNA0TCs aTPOGUU MBIIILL KUCTEH.
CyxoxunbHble peieKChl He BBI3bIBatOTCS. [IpakTimdaecku Bce
MALUEHThl CTPadaloT BBIPAXXEHHBIMU AeopMalMsSIMK TTO3BO-
HOYHWKA, TPYIHO MOANAIOIINMUCS XUPYPTIIECKO KOPPEKTH-
poBke. bonesHb mporpeccupyeT 04eHb MEIIEHHO, TAIMEHTHI
CHOCOOHBI CAMOCTOSITENTLHO MEPEABUIaThCS A0 CPETHUX JIET [79].
Cunraercs, uto 11 FGD4-HeiiporaTuy He XapaKTepHO BOBJIE-
YyeHKMe KpaHUalbHBIX HEPBOB, ofHaKo B 2017 . omy0IMKOBaHO
HaOJTIONEHNE ¢ paHee He OIMMCAHHOM TOMO3UTOTHON MyTaIlueit
B reHe FGD4, ¢ npuzHakamu HMCH u nopaxkeHuem 4epemnHbIx
HEpBOB — JIBYCTOPOHHEN OGhTaIbMOILIETHEH, CTabOCThIO JIMIIE-
BOI MYCKYNaTyphl, HeipoceHCOPHOI TYyroyxocThio [80].

SHMI. Tlpus3Haku BeIpaxeHHO# memuenuHusamun: CPB mo
MOTOPHBIM BOJIOKHaM CPeAMHHOTO HepBa HuXe 15 M/c, Mo-
TOPHEIE OTBETHI C HOT M BCE CEHCOPHBIE OTBETHI HE PETUCTPH-
pytorcs [76].

Inudemuonoeus. TlepBoe kmmHNMYeckoe HabmoneHue [IIMT4H
OMKCaHO Y MALIMEHTOB U3 AJDKUPCKOI 1 TMBAHCKOM cemeii [78].
Ha cerogHsamHuii neHbh M3BECTHBI MYONMKAIINN C OIMMCAHUECM
nanueHToB u3 Tynuca, Kopeu, SlmoHuu u psiga Apyrux CTpaH
[80—82]. ITpakTyecKu Bce Caydyau CBSI3aHbI C HATMUMEM KPOB-
HOPOICTBEHHBIX OPaKOB.

FIG4-accouuuposannas neiiponamus

FIG4-ueiiponatus  (IIIMT4J) xapakTepusyeTcsl HIMPOKUM
JIMana3oHoM Bo3pacTta JaebroTa 3a0o1eBaHusl ¥ BapuadeIbHOI
KJIMHUYeCKo# kapTuHo [83]. Myrtauuu B reHe FIG4 sinsiotcs
npuunHoii He Tonbko HMCH, Ho u 60KoBoro ammotpoduye-
CKOTo0 cKJiepo3a [83, 84].

Monexyaapuoie npuuunbi. K onpeneneHuIo reHa, OTBETCTBEHHOTO
3a pa3BuTHe elle onHoi peueccuBHoit HMCH, npuseno usyye-
HHUe Ha MbImax QyHKImi dochommmuma Memopad PtdIns(3,5)
P2 [83]. bruto obHapyxeHo, uTo mopaxeHue reHa (ocdataspl
FIG4, xaramizupytomeii necdochopunrpoBaHue 00CyxaaeMo-
ro dochomununa, TPUBOIUT K pa3sHbIM OereHepaTUBHBIM 00-
JIE3HSIM HEPBHOW cucTeMbl. 3ateM reH FIG4 ObUT uccienoBaH y
MalMEeHTOB, cTpajaBIIMX peueccuBHoil opmoit HMCH, Ho y
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KOTOPBIX HE OBbLIO 0OHAPYKEHO MYTaLWii U3BECTHBIX T€HOB, OT-
BerctBeHHBIX 38 HMCH. V 4 manmenToB u3 95 BBIABIEHEI TO-
MO3UTOTHbIE U KOMIIayHI-TeTePO3UTOTHbIE MyTally reHa FIG4.

benok FIG4, xak 1 MTMR-docdaTaszsl (OTBETCTBEHHBIE 3a
IIMT4B), pacnonaraercsi Ha MeMOpaHe Be3MKYJ, yYacTBYeT B
ToIIepXXaHu MEMOPaHHOTO TOMEOCTa3a ¥ BO BHYTPHKIETOYHOM
TpaHCIOpTe IIBAaHHOBCKUX KieToK [31, 83]. Ha Mblax mokasa-
HO, 9TO JIeTeHepaIvsl Tesla HefipoHa U eT0 aKCOHA Pa3BHBACTCS
TIpY CENeKTUBHOM BhiKimoueHun FIG4 B HeiipoHax [85]. Bo3mox-
HO, 3TOT MEeXaHMU3M OOYCIIOBIMBAET IPYTOi YPOBEHD MOPAXKEHUS
HEePBHO-MBIIIEYHOTO amapaTa — 060J1e3Hb MOTOHEHPOHA C TI0311-
HUM JIcOI0TOM ¥ MEIJICHHBIM TEUEHUEM Y Psifia MALUEHTOB.

Tucmonoeuueckoe uccaedogarue NKPOHOXHOTO HEpBa MallMeH-
ToB ¢ knuHu4eckoi KaptuHoit HMCH BbIsIBASIET TUNIMYHBIE
MPU3HAKU JEMUETMHU3UPYIOIIETo TMpoliecca: 3HAYMTENbHOE
yYMEHbILIeHUe KojaudyecTBa MB, Hanmuuvie U3MEHEHWIA 110 TUITY
«TyKOBHUYHBIX TOJIOBOK» [86].

Knunuyeckas xapmuna. Knaccudeckas FIG4-Heiiponatust xa-
paKTepU3yeTcs paHHUM JIe0I0TOM, MeIJIEHHBIM ITPOTPecCcupo-
BaHueM U oObruHbIMU A1 HMCH npusHakaMu: pa3BUTHEM
JIUCTATBHOTO CUMMETPUYHOTO ABUTATENBHOTO U YYBCTBU-
TeabHOro neduuuta [87]. OmHaKo OMMCaHO OOMBIOE YUCIIO
KIMHIYECKHUX HAOMIONEHUH ¢ TO3THIM Ie0I0TOM 00JIe3HM 10
70 neT, aCUMMETPUYHBIM PA3BUTHEM CHMIITOMOB, 3HAUUTE/Ib-
HBIM BOBJIEYEHUEM MPOKCUMATBHOM MYCKYIATYpHl, B PSZIE CIy-
YaeB [MOPaXeHHOI 3HaUUTeIbHEe AUcTaIbHOM [86, 88]. B Takmx
clyyasx mpoBecTy AudbepeHIMaNTbHbI IMarHo3 ¢ 00JE3HbI0
MOTOHEIpOHa, BRI3BAHHONI MyTalneit 3Toro xe reHa FIG4, He
BCEra BOZMOXHO, T.K. TpX 00CI€I0BAHUY MALUEHTOB 0OHAPY-
KMBAIOTCS YyBCTBUTEIBHBIC HAPYIIICHIS.

IHMT. Cuuxenue CPB mo MOTOpHBIM BOJIOKHaM HEPBOB, HO
IIpM 3TOM He BCeraa BO3MOXHO HuddepeHIMpoBaTh AeMUe-
JIMHU3UPYIOLIEE M aKCOHAJIbHOE MOpaxeHue, T.K. U3MeHEHHe
TIPOBE/ICHUST COTIPOBOKIACTCST BEIPAKEHHBIM CHKEHUEM aM-
TUTMTYIBI MOTOPHOTO 0TBeTa [86]. CeHCOpHbIE OTBETHI C HEPBOB
HOT OOBIYHO HE PETUCTPUPYIOTCS, C HEPBOB PYK — OTMEYaeTCs
OTHOCHUTEJIbHASI X COXPAHHOCTh B CPaBHEHUU ¢ APYrUMHU AP-
HMCH. Tlpu uccnenoBaHuu aTpoGUPOBAHHBIX MBI UTOJIb-
YaThIM 3JIEKTPOAOM OTMEYAIOTCSI TIPU3HAKU BBHIPAXKEHHOTO
TEKYLIETro JEHEPBALIMOHHOIO ITpoLecca ¢ NMPU3HAKAMU PEUH-
Hepsaiuu [86, 88].

Inudemuonoeus. Yucno ommcaHHbx ciyvaeB FIG4-Heiipora-
TUU He mpeBbiaeT 20, B OOMBIIMHCTBE CBOEM CIIyYau U301~
POBaHHBIE.

Axconaasnoie popmor HMH

Bbonbmas yacth akcoHanbHeix AP-HMCH upentudunmpona-
Ha CpaBHUTEJBHO HEIaBHO, B CBSA3M C YeM YMCIIO MyOIMKaIMid
orpaHmIeHo. HekoTopble 13 3TX HeMpoIaTHii OIMCAHbI TOJIHKO
B 1-2 usonsTtax, Hanpumep, LaminA/C-Heiiponatisi — B IBYX
crpanax CesepHoit Abpuku, MED25-neiiponatust — B Kocra-
Puxe, LRSAMI-neiiponatiss — B KaHamcko cembe [89—91].
V psana akcoHanbHbix AP-HMCH cyiecTBytoT ajienbHble 10-
muHaHTHBIEe BapuanThl HMCH. K HuM oTHOCsTCS HeiipomnaTtuu,
accouuunpoBaHHbie ¢ reHamMu GDAPI, LRSAM 1, MMEw MFN2.

Bospact ne01oTa akcoHaNbHBIX HEHPOMaTHii CUILHO BapbUPYET.
PanHuii ne6iot, B Bo3pacte a0 1 roga, onucaH npu TRIM2- n
IGHMBP2-neiiponatusix. Kak mpasuno, stu AP-HMCH npo-
TEKAIOT OYEHb TSKEN0, MHOTAA C JIeTaIbHBIM MCXOIOM B paH-
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HEM JIETCKOM BO3pacTe, ¢ IbIXaTeIbHBIMI HapyLIeHUSIMH [92,
93]. lopaxenue reHa IGHMBPZ2 BriepBbie onucaHo mit CMA
C PEeCIMPaTOPHBIM IUCTPECC-CUHIPOMOM, MPH KOTOPOH Ha-
PYIIEHMs AbIXaHUS Pa3BUBAIOTCS B TEUEHME TEPBBIX MECSIIEB
xusHu. B cnyyae IGHMBP2-Heiiponatuu, B OTIMYUE OT €ro
aJUIeIbHOTO BapuaHTa, PECIIMPATOPHBIE TPOOIEMBl MOTYT II0-
SIBUTHCS B Bo3pacTe 3—9 jieT uiu otcyTcTBYIOT [92, 94]. Bozamox-
HOCTb Pa3BUTHUS IBIXAaTEIbHBIX HAPYIICHMI OIMCAHA TIPH pe-
ueccuHoit hopme HMCH, accoumpoBanHoii ¢ reHom MFN2,
OTBETCTBEHHBIM TakKe 3a foMuHaHTHYt0 HMCH 2A tuna [95].

JInst ocTanbHbIX onucaHHbIX akcoHanbHbIX AP-HMCH Bospact
nebrora mpuxoautest Ha 10—60 et [89—91]. O1tu hopmbl, 3a mc-
kmoueHueM MED25-neiiponatuu, MporpeccupyoT MeAJeHHO.
B menoM kmmHWYecKas KapTWHA He OTIMYACTCS OT TaKOBOM
MU JeMUETMHU3UPYIOLINX (popMaX. XapaKTepHO AUCTaTbHOE
pacrmpezie/ieHre c1ab0CTH 1 YyBCTBUTEIBHBIX HapyLIeHUi, 00-
Jiee BeIpaXeHHBIX B HoraX. CyXOXWIbHBIE pedIeKChl, Kak Impa-
BUJIO, HE BBI3BIBAIOTCSI.

Omnucannl akcoHanbHble AP-HMCH ¢ HexapakTepHbIMU
IS Heliponatid (heHOTUITMICCKMMHI OCOOCHHOCTIMM. Tak,
AP-HMCH c¢ BoBieueHueM MMpaMUAHBIX TyTeil omucaHa y
13 GOJNBbHBIX YJEHOB ONHOI ceMbM U3 TyHMCa, Ha CEroaHs
OIpeNesIcH JIUIIb JIOKYC IS 3Toi Ooje3Hu 8q21.3, OmmsKmii
K Jokycy reHa GDAPI [96]. AkconanbHass AP-HMCH ¢ uH-
TeJUICKTYaTbHBIMU HapyIIEHUSIMU OOYCIIOBJICHAa MYTallUsIMK B
rene MCM3AP [97]. Knunuvecku y nmauueHtoB ¢ MCM3AP-
HelpoIaThei TIpeobIataloT THITMYHBIE TIPU3HAKA CEHCOPHOIA
1 MOTOPHOM IOJMHEUPONATUM, a TAKXKE OTMEYAIOTCS MHTEI-
JIEKTYaJIbHBIe HapYIIEeHHUS, Y HEKOTOPHIX IMAIIMEHTOB — 3a/IepX-
Ka IICXOPEYeBOTO Pa3BUTHSL.

Inexmpogusuonoeuyeckue dannovie 1715 Bcex HOPM MPAKTUUECKI
He pasmuyatorcsi. OTMeyaeTcs pe3Koe CHIKEHUE aMIUIMTYIIbI
MOTOPHBIX OTBETOB C HOPMAIBLHOI MM HEMHOTO CHIKEHHOIA
CPB, oTcyTcTBHE CEHCOPHBIX OTBETOB IPU TECTUPOBAHUU
HepBoB HoOL Ilpy MccienoBaHUU HEPBOB PYK BBISBICHBI MO-
TOpHBIC ¥ CEHCOPHBIC OTBETHI HOPMAJIbHOM WJIM CHIDKEHHOI
aMILUTUTYIbI TpY HopManbHbIX CPB.

Tucmonoeuyeckoe uccaredosanue MKpOHOXKHOTO HepBa IIPH aK-
coHanbHbIX (popmax AP-HMCH mnokasbiBaeT yMeHbIIEHUE
KOJIMYeCcTBa TONCTHIX MB 0e3 mpu3HakoB JeMUeTMHU3AINN 1
pemuenuHu3auuu. Ilpu 31eKTPOHHOM MMKPOCKOIUM MOTYT
OBITh OOHAPYXEHBI M3MEHCHMS OCEBHIX CTepXKHEH, 0COOCHHO
npu popmax HMCH, cBg3aHHBIX ¢ TOpaxkeHWeM IIUTOCKEIeTa
akcona [89, 93].

Tlpomexncymounvie ghopmot HCH

Ceronns npomexytouyHbix popm AP-HMCH u3BectHO oueHb
MaJjio, M OTIMCAHMS 3TUX CITyYyaeB OUeHb pelKue — B 1—2 CeMbsIX.
Haub6onee yacrag u3 stux HMCH — Heiliponarusi, accouuu-
poBaHHas ¢ reHoM PLEKHGS, oncaHa B ceMbsix U3 Kopeu,
IMopryramuu 1 Mapokko [98]. Panee 6511 naeHTHOUIIMPOBAH
aJlIeNIbHBIN BapuaHT — 00J1e3Hb HUXKHEr0 MOTOHEHPOHa.

Juana3oH Bo3pacTa aeroTa 3a00neBaHUs IMPOKUii — 10 60 JIeT.
V manmeHToB pa3BUBAIOTCS BRIPaKCHHBIC CUMMETPHYHBIE JIBH-
rateJibHble M YyBCTBUTENbHBIE HAPYILICHNUS B TUCTAIbHBIX OT/IE-
JIaX KOHEYHOCTEH.

HHMT. CPB 1o MOTOpHBIM BOJIOKHAM CPEeAMHHOTO HEpBa Ha-
Xomutcs B ripenenax 24—39 M/c, ceHCOpHbIE OTBETHI PE3KO CHHU-
KEHBI WM HE PETMCTPUPYIOTCS.
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Aytocomno-peneccusubie HMH

Jucranpabie CMA 1 HMH moxHo nuddepeHImpoBath 1Mo co-
XpaHHOCTH YYBCTBUTEIbHOCTHU: B clydae aucTanbHbix CMA —
OTCYTCTBUE JI0OBIX CEHCOPHBIX HapyiieHuit, npu HMH moryt
OTMEYaThCsl CEHCOPHBIC HAPYILICHMUS, XOTS U MEHEe BBIPaXeH-
Hble B CPaBHEHUU C ABUTaTebHBIM Aeduitom. OmHako 3Ta
TPaHMIIA OYEHb YCJIOBHA, T.K. HAPYIICHUS YYBCTBUTEIBHOCTH
MOTYT Pa3BUThCS TOJBKO B Bo3pacte 20—30 jeT, a B paMKax ofi-
HOW CeMbM MOTYT HAaOJIONAThCS Pa3HbIe (DEHOTUIIBI.

AytocomHo-peneccuBHeiXx HMH onucano oyeHp Maio, B oc-
HOBHOM 3TO aJjie/lbHbe BAPUAHTHI APYTMX TOMUHAHTHBIX
HMCH wumn CMA, Hanpumep, IGHMBP2-Heiiponatust Win
HelipornaTiu, 00YCIOBIEHHbIE TOPaXeHNEeM OeTKOB TETIOBOTO
moka (HSPB). OnHako oqHa U3 HUX — HEeMpomaTus, acCOLMM-
poBaHHas ¢ reHoM HINTI, — B psie CTpaH NpeTeHayeT Ha 1-e
MeCTO 10 pacripocTpaHeHHocTH cpenu Becex AP-HITH [99].

Ocob6enHocteio HINTI-HeiiporaTuyi, KpOMe OTHOCHUTETBHOM
COXPaHHOCTU CEHCOPHBIX BOJIOKOH, SIBMISIETCSI TaK HAa3bIBAEMBbIIA
(heHOMEH HEeiPOMUOTOHWM, XapaKTePUIYIOIIUICS CTTIOHTAHHON
MBILIEYHON aKTUBHOCTBIO B MOKOE (MMOKMMUEN) U MUOTOHU-
YecKOl 3amepXKoil Tocjie aKTUBHOTO HAMPSKEHUS MBI
(«TICEBIOMMOTOHMEI» ), OTIMIAIONIEHCS OT OOBIYHOM MUOTOHUH
oTcyTCcTBUEM (heHOMeHa «BpabaThiBaHus» [4, 100].

Tucmonoeuueckoe uccredoganue WKPOHOXHOTO HepBa IIpU
HINTI-HeiiponiaTuu BbISIBJISICT TATIMYHbIE U3MEHEHMS, XapaK-
TePHBIE IS TOPAXEHMUS OCEBBIX CTEPXKHEN HEPBHBIX BOJIOKOH,
Jaxe y MaluMeHToB 0e3 KIMHUYEeCKUX TPU3HAKOB HapyIIeHMs
yyBcTBUTETBHOCTH [ 101]. ITpn KitaccyeckoM TeueHIM 00JIE3HDb
nebrotupyet 10 10 jieT ¢ xanob Ha c1aboCTh B IUCTATbHBIX OT-
IeNax HOT, HAapYIIeHUsSI TOXOOKW, MBIIICYHYI0 CKOBAHHOCTD,
MBIILIEYHbIE TTOIEPTUBAHUS B PyKaX M HOTaX, YXyALIAIOUIMECS
Ha xonoge [4, 100, 101]. O4yeHb XxapakTepHO pa3BuTUE Ae(op-
MalliM CTOM, U To3Xe, Korma B 10—20 neT mpucoenuHsaeTcs
nopaxkeHue pyK, oTMevaeTcsl nedopMalis KUCTEH Mo TUITy
«KOTTHCTOM JIaITbl» ¥ KOHTPAKTYPBI MEIKUX CycTaBoB. [lamm-
€HTBl UCIIBITHIBAIOT 3aTPYAHEHUA IPU Pa3KXUMaHUK KYJIaKOB
TIOCJIe CUJTBHOTO MX cXaTus. bone3Hb mporpeccupyer MemieH-
HO, TIALIMEHTHI CIIOCOOHBI TIEPEIBUIAThCS CAMOCTOSITENILHO 10
80 net. Heitpomuotonust Habmonaetcst y 70—80% manmeHToB ¢
HINTI-neiiponatueii.

IHMTI. TlpuzHaku BBIPaKEHHOTO aKCOHANBHOTO TTOPAXEHUSI
MOTOPHBIX BOJIOKOH, C HOT MOTOPHbBIE OTBETbI 0OBIYHO HE Peru-
CTPUPYIOTCS TPU OTHOCUTENBHOM COXPAaHHOCTH CEHCOPHBIX OT-
BETOB, B TOM 4ncIie ¢ HepBoB Hor [101]. MccnenoBaHue MBI
UTOJIbYATBIM 3JIEKTPOAOM BBISIBISIET CIIOHTaHHBIE HEHpPOMM-
OTOHMYECKWE DA3psIbl, CEPUM TIOTEHIMAIOB JBUTATETbHBIX
eIMHWLl U3 TYTUIETOB, TPUILIETOB, MYyIbTUILIETOB. CHOHTaH-
HYI0 aKTUBHOCTb YCWJIMBAET uileMusi Hepsa. [lapameTpsl mo-
TEHIMAJIOB IBUTATEIbHBIX EIUHUII U3MEHSIIOTCS 110 HEHPOTeH-
HoMmy Tumy. HINTI-HeiiponiaTusi BbISIBISIETCS TTOBCEMECTHO,
yaiie quarHoctupyercs Ha tepputopun Llentpanbsroit u FOro-
Bocrounoit EBpomnbl. B Poccun onrcano HeCKOJIbKO OONBHBIX,
y Bcex obHapyxeHa mytauus ¢.110G>C — maxopHas a4 mo-
nynsauuu 0ro-Bocrounoit Espornsl 1 Typuumu [4, 99, 100].

Aytocomuo-peneccusibie HCH

CeropHst U3BeCTHO 12 TeHOB, OTBETCTBEHHBIX 3a pa3BuTHE AP-
HCH. IIpakTryecku Bce OHM OIMCAHBI JIMIIL Y HECKONBKUX
MAlKEeHTOB WK B OTAENbHBIX ceMbsaX. Hanbonee yactoiMu cpe-
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IV 9TUX Heltporathii spistiotrcss WNKI- u NTRK I-neiiponatumn
[102]. IKBKAP-neiiponaTusi, Takxe U3BeCTHAsl KaK ceMeiiHas
I3aBTOHOMUSI, TIPEUMYIIIECTBEHHO BCTPEYACTCS B MOMY/ISIINN
eBpeeB AmkeHasu [103].

Jns peneccusHbix popm HCH xapakrepeH paHHMii 1e0I0T pa3-
BUTHSI, YACTO 3TH HEWPOTIATHH SIBJISIOTCS BpOXIEHHBIMU. Kak
MpaBWIO, CTpamacT OoyeBas W TEMIlepaTypHasl UYBCTBUTCIIb-
HOCTb, a MIPONPUOLIENITUBHOE YYBCTBO COXpaHHO. MHorue ma-
IIMEHTHI C POXIEHUS HETyBCTBUTEIBHBI K 60y, [Ipu ocMoTpe
HapyIIeHUe TOBEPXHOCTHOM YYBCTBUTEILHOCTH OTMEYAETCS HE
TOJIbKO B KOHEYHOCTSIX, HO ¥ B TYJIOBUIIE. BhIpaskeHHBII CeH-
COPHBIN Te(UIMT MPUBOIUT K IIOCTOSHHOIN TpaBMaTH3AIINH
KOXW, pPa3BUBAIOTCSI HEKPO3bl, TPUBOASIINE K aMITyTallUU KO-
HeuHocTelt. CyXOXUIbHBIE pe(IeKCHl YaCTO CHIDKEHBI WM He
BbI3bIBalOTCA. [1pu BpoxkaeHHBIX hopMax MOXKET OTMeYaThCs
TUITOTOHMST pebeHKa, MHBIX TIPM3HAKOB MOTOPHOTO AeduImTa
He HaOmogaercsi. Kpome ceHCOpHBIX BOJIOKOH 4acTo Mopaxa-
I0TCSI ¥ BETeTaTUBHBIE, YTO MPOSIBISETCS TUIIO-(aH-) MM TH-
MEePTUAPO30M, 3aMeIICHHON peakIlieil 3pauykKoB Ha CBET, Pexe
npoOJeMaM €O CTOPOHBI CEPAEYHO-COCYAUCTON CUCTEMBI.
HCH I u IV TunoB Moryt conpoBOXaaThCs 3a0epKKON yM-
CTBEHHOTO Pa3BUTHSI.

Inexmpou3uonoeueckue uccredoéarus TIOKa3bIBAIOT HAPYIIIE-
HE MPOBEICHMUSI TTI0 CEHCOPHBIM BOJIOKHAM, YacTO CEHCOPHbIE
OTBETHI HE PETHCTPUPYIOTCSL.

3akmoyenue

Hamu paccmoTrpeHbl ocHOBHble mybnukauuu no AP-HITH.
Xota vaie nmonstue HITH accoumupyercs c HMCH, HeoOxo-
JIMMO BCETaa YYUThIBAaTh BO3MOXHOCTb U30JMPOBAHHOTO MOpa-
KEHUS MOTOPHBIX MJIM CCHCOPHBIX BOJIOKOH.

s psaaa AP-HITH MOXHO BBIIETUTh XapaKTepHbIe KITMHUYE-
CcKUe, 2MeKTpo(hU3UO0TIOTUYECKUe, THCTONOTUYECKIe MTPU3Ha-
KM, OJHAKO TOCJeNHUE MyOaMKalUK MOKa3bIBalOT, YTO YacTo
HITH umeoT He TOJBbKO BBIPAXEHHYIO KIMHMYECKYIO, HO U
TeHETUYECKYI0 T€TePOreHHOCTh. DTO 3aTpyaHseT auddepeH-
[IATbHYIO AUATHOCTHKY HACJIEICTBEHHBIX HEMPOTaTHIA.

YacToTa maToyoruy ¢ ayTOCOMHO-PEIECCUBHBIM TUIIOM Haclie-
JIOBaHMS BEJIMKA B OTAETbHBIX MOMY/ISLUSIX M M30JITaX, YTO 00-
YCIIOBJIEHO JIOKaIbHBIMU 3(h(heKTaMu OCHOBATEJISI, IPUBOISIIN-
MM K HaKOIUIEHHIO OTIpeeNCHHBIX MyTaluii. TaKuX IpHIMepoB
cpeau AP-HITH, xax mokasan 0030p auTeparyphl, Hemano. O0-
HapyxeHue 3(hGheKTa 0CHOBaTe/sl U MaKOPHBIX MyTallMil B MO-
MYJIALUUM U TIOCTPOSHUE aJITOPUTMOB 00C/IeI0OBaHMST Ha OCHOBE
STUX JaHHBIX MOXET 3HAYUTEIIBHO ITOBBICUTD 3(h(EKTHBHOCTD 1
CHM3UTh CTOMMOCTb TMArHOCTUKH. CYIIECTBYIOT IOJIOXKUTEb-
HBIe TIPUMEpPBI Pa3pabOTaHHBIX METVUIMHCKIX TEXHONOTHIA IS
netekuny yacteix MyTaimii AP-HMCH B Poccun [104].

HecMmoTpst Ha 3HauMTeNIBHBIC TIPOABIKCHUS B U3YYEHUHW Ha-
CIICICTBEHHBIX HEHPOMAaTHii, OKOJIO MOJIOBUHBI CIyJyaeB OCTa-
eTcst 6e3 MOJEKYJISIpHO-TeHEeTMYECKOTO auarHo3a. B cBszu ¢
STUM HEOOXOMMMO MPOIODKEHHE MCCIENOBaHUS KIMHUKO-
reHeTnyeckux koppenasauuit HMCH u momynsiiMoHHO-0pueH-
THPOBAHHOI'O IIOMCKA OTBETCTBEHHLIX T€HOB IS MOBBILIECHMS
KayecTBa TUarHOCTUKU M BO3MOXHBIX Pa3pabOTOK TapreTHOIO
JIeYeHUsI B OYIyILEM.

Aemopbt 3aseaatom 006 omcymcmeuu KoHpauKma unmepecos.
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TEXHOJIOI'NI

CoBpeMeHHbIE HEMPOXUPYPruueCcKue
[IOIXOIbI K TeEpAIINU CTPYKTYPHBIX
AIIUJICIICUU

A.P. Curnukos', B.A. Ckopodorarosa?, H.H. Macopa?

IQTAY «Jleuebro-peabunumayuonnsii uenmp> Munzopasa PO, Mocksa, Poccus;
2QIBOY BO «Cmonenciuii eocydapemeentbiii Meduunckuli yuusepcumem», Cmonenck, Poccus

Dapmakopesucmenmuas SnUencUs RO-npexcHemy npedcmasasem HepeuleHHyio npooaemy cospeMerHoll Hegpoaoeuu. AKmyanbHble Helipoxupypeuyeckie Memoou-
KU n036045110M 3PpexmusHo cnpagumbcs ¢ Heil y paoa nayueHmos, Ha NPOMANCEHUU MHOUX Ae CIMPA0asuuX MeOuKaMeHMO3HO HeKynupyeMbIMu NPUCHTYRAMU.
B 0630pe paccmompenbi cospementbie Heilpoxupypeuteckie n00X00bl 8 AeHeHul SNUACHCUL, OCHOBHbIE B0MPOCH! HPedONePaAYUOHHOI OUARHOCIUKY U NOKA3AHUS 045
Helipoxupypeueckoeo aevenus. [lpedcmagnen Kaunueckuii cayuail nayuenmiu, Komopoii 6bLaa yceuiHo npogedena cmepeomarcueckas YemaHo8Ka eKmpo-
006 6 o0aacmu nepedHUX MAAAMUMECKUX A0ep CO 3HAUUMEAbHbIM KAUHUMECKUM YAYUUieHUeM N Pe3yAbmamam OUHAMUMecko2o HabaIo0eHus.

Kmouesbie ciioBa: snusencus, papmakopezucmenmuocms, 21y00kas crmumyasyus Mo3ed, nepednue maiamuueckue 10pa, omeemnas Heiipo-
CIUMYAAYUSA.
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neuro77@gmail.com. CutHukos A.P.
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Current neurosurgical approaches
to treatment of structural epilepsies
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The drug-resistant epilepsy remains one of the major problems in contemporary neurology. However, the new surgical approaches showed their great efficacy in
treatment of patients with intractable seizures. The relevant neurosurgical methods of epilepsy treatment, as well as the issues of preoperative diagnostics and indications
for operative treatment are described in this review. We also present a clinical case which demonstrates the successful treatment of patient with drug-resistant epilepsy
who underwent stereotaxic implantation of electrodes in the anterior thalamic nuclei followed by significant clinical improvement.

Keywords: epilepsy, pharmacoresistance, deep brain stimulation, anterior thalamic nuclei, responsive neurostimulation.
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Bsenenue OrtaepHYI0 Tpo06JIeMy ITOCIE YCTAHOBICHHMS SMIICTITHIECKOTO

CHHApOMa TpencTaBisieT hapmakopesucTeHTHOCTh (PP). He
CTpyKTypHBIE SMUICTICUU MOTYT IeOI0TUPOBATH B TFOOOM BO3- BCera Jaxe afleKBaTHBINM IT0A00D J03 IIPOTUBOSIIMICIITHYSCKIX
pacTe ¥ 00BbEAUHSIOT YaCTO BCTPEYAIOIINECs U MHOTOUMCIIEHHBIE npenaparoB ([1DI1) mo3BossieT 1OCTUYD MOJHOTO KYMUpPOBa-
SMUIENITHYECKUE CUHAPOMBL. [1py 3TOM HelipoBu3yanu3aiys B HUSI TIPUCTYTIOB. B TO Xe BpeMs Xupyprudeckiie MeTOIMKH Jie-
HEWPOXUPYPIUYECKON TMATHOCTUKE MMeeT Oe3yCTOBHO OCHO- yeHus 3HeKTUBHBI Y MHOTHX TanreHToB ¢ @P-amunencueii,
BOTIOJIaraoliee 3HaueHKe, T.K. TMO3BOJSIET MAECHTU(DUIIMPOBATh HO 10 CHX TIOp HCHOJIb3YIOTCS HETOCTATOYHO HIMpoKo [1].
MOP(hOIOTUYECKYI0 aHOMAJIHIO, JIEXKAIIYI0 B OCHOBE IIaTOT¢HE3a J.Jr. Engel u coaBT. B X01€ aHKeTUPOBaHUS Y 64% MaLMEHTOB ¢
(omyxoJib, BPOXICHHYI0 aHOMAJMIO Pa3BUTHS, KOPTUKAIbHYIO SIUJIeTCHel BACOYHOM 10/, KOTOPHIM OBLIO MPOU3BEIEHO X1 -
arpoduio, IUATBHBINA pyoelr). B cBSI3M ¢ 3TUM MeTombl Heli- PYPrUYECKOe BMEIIATEIbCTBO, 3aPUKCUPOBAIU MOJTHOE OCBO-
POBU3YAIU3ALMK 3MWICTICUU MTOCTOSHHO COBEPIICHCTBYIOTCS Ooxaenue ot npuctymnos [2]. [To JaHHBIM APYTroro aHKeTUpO-
1 TIOMOTAIOT BBICTABUTh MArHo3 SMUIENTHIECKOTO CHHAPOMA. BaHUsI, TOJTHOE OCBOOOXIEHUE OT MPUCTYIIOB OBLIO 3a(hMKCHU-
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poBaHo B 85% ciyuyaes [3]. B HacTosIlee BpeMs IIOCTOSIHHO
COBEPILECHCTBYEMbIE HEMPOXUPYPrUYECKIE METOIMKHY BXOMIST B
CTaHOApT JiedeHus marueHToB ¢ ®P-smunencusmu. [pu atom
PSI aBTOPOB OTMEYAIOT, YTO XUPYPIUYECKOE JIeUeHHE 1IeIeco-
00pa3HO MPOBOAUTH KAK MOXHO PaHbIIIE OT Ne0I0Ta STUIETICUN
IUTSI TIOBBILIIEHUSI IITAHCOB Ha YCIIEITHOE M paHHEe BOCCTAHOBIIE-
HUe TOCIIe OITepalny, a TaKKe MUHIMU3AIAY PICKOB HETATHB-
HBIX COLMAIBHBIX 1 IICUXOJIOrMYECKHX MOCIeACTBuUI [4].

ITpramnbI HU3KO# YACTOTBI HCIIOTb30BAHHS
HeHPOXHUPYPrHYECKOro JieYeHHs

[llaBHBIMM TIpUYMHAMYM HU3KOW MOMYJISPHOCTM HEHPOXH-
PYPIMYECKMX METONUK OCTAlOTCS OMAceHWs] BO3HMKHOBEHUS
OCJIOXHEHUI, COMHEHHUSI B OMPABIAHHOCTU PUCKOB, a TAKXE
BBICOKAsI CTOMMOCTb. B CBsI3M ¢ 3TMM HEOOXOAMMO OTMETHTh,
YTO PUCK WUHBATMIHOCTA U CMEPTHOCTH OT MOBTOPSIOIIUXCS
HEKYIUPYIOLIMXCS CYLOPOT B LIEJIOM CYLIECTBEHHO BBILLIE, YEM
OT TIPEAINONaraeMoro XMpypruueckoro jieueHus. Kpome toro,
CTOUMOCTb JIEYEHUS] OOXOOUTCA TOCYAApCTBY MAELUEBIE, 4YEM
o0ecreyeHre MaluMeHToB ¢ MHBATMAHOCTBIO [5]. CTabuibHOI
0CTaeTCs MPAaKTUKA OTCPOYKM TPOBENCHUS XUPYPrUYECKOTO
JIEYEeHUs1, a KOIMYECTBO 0OpaleHUIl B IEHTPBI XUPYPIUK BIH-
JIETICUH 32 TOCNEHUE TOMBI aXe HEeCKONbKO CHU3MIOCH [6].
DTO MOXET ObITh CBSI3AHO C COKPAIIEHUEM YHMCIa TTALMEHTOB C
MeIMAaIbHOM BUCOYHOM SMMWIEIICUEN, a TakKe ¢ TeM, 4To, Ha-
npumep, B CHIA MHOTHE TAlMeHTHI ¢ SMIJIETICHEH TIPOXOIST
XUPYPrUYecKoe JIeYeHe B OOBIYHBIX OONBHUIIAX, [1€ UCXOMIBI,
KaK MpaBJIo, MeHee OMaronpusTHel |7, 8].

Pactymas poJib HeiipoBH3yaH3aIuK B 0TO0Pe NALMEHTOB

MennanbHast BUCOUHAS SITMIICTICHSI OCTAETCS OCHOBHBIM SITH-
JIENTUYECCKIM CHHAPOMOM, XOPOIIO TIOITAIONTIMCS XUPYPriude-
cKoMy JieueHuio. bonee cKkpoMHBIe pe3yIbTaThl JEMOHCTPUPYET
XUPYPTHIeCcKas TAKTHKA B Cydae (pOKATbHON KOPTUKATBHOM
TMCILIa3uu ¥ OIU(dY3HBIX KOPTUKAIbHBIX MMOPaXeHUM, orpa-
HUYEHHBIX OfHWM TmomyniapueM. [lopa3uTenbHble WMCXOMIBI
MOTYT OBITh TOCTUTHYTH Y MAlIMEHTOB ¢ MHOXECTBEHHBIMHU
MOpaXXeHUSIMM, B TOM YHUCIIe PU TyOepo3HOM cKiepo3e. [71aB-
HBIM TIPOTHOCTHYECKMM IPU3HAKOM YCIICITHOTO XMPypruye-
CKOTO JIeueHus siBnsieTcss obHapyxeHue Ha MPT otmenbHoOro
CTPYKTYPHOTO TTOPaXXEHUS B 30HE KOPBI, KOTOPOE MOXET OBITh
0e30macHO yHajeHo, MU KOTOpOE COBMAZaeT C JIOKaaM3alueit
UKTaTbHBIX DOI-u3MeHenuii. HampoTus, Hamuuue reHepa-
JIM30BaHHBIX TOHMKO-KIOHMYECKUX IIPHMCTYIIOB, HOPMAJbHAS
MPT, skcTpaTeMIopaibHas JTOKaIU3alMs 04aroB, CHUKEHUE
MHTEJIIEKTa M KOMOPOMIHAS TICHXHATPUIECKasi CHMITTOMATHKA
CHIKAIOT IAHCHI Ha YCTIELITHOE XUPYprudeckoe JeyeHue [9].

[IpenBapuTenbHas OlleHKA Ha 3Tare MpeaonepalmoHHbIX 00-
CNIeIOBaHUI MPOBOAUTCS C 1IEJbI0 JIOKAIU30BaTh SMUJIENTO-
TEHHYIO 30HY ¥ OIIPENCINTh PUCK Pa3BUTHUS HEBPOJIOTHUIECKO-
ro neduimra B pesyabrare ee pesekiuu. OleHKa BKIOYaeT B
ce0sl aHaIM3 CeMUOJIOTUM TIPUCTYIOB, AaHHbIX DOI, apyrux
HENpOPU3NONOrMYeCKUX 00CIeNOBaHUI M JaHHBIX Heipo-
Busyamm3aimid. K XMpyprudeckw ymansieMbIM TOpaXXeHUSIM
TOJIOBHOTO MO3Ta OTHOCSIT aHOMAJIMK Pa3BUTHUS, HH(MEKIIMOH-
HBIe TTOPaXEHWs, HOBOOOPA30BaHMsI, TMOCHEACTBUS MHCYJIbTA
1 TPaBMBI, apTepHOBEHO3HEIC MaTbhopManni. MexmyHapoa-
Hast mpoTtuBoanuaentuyeckas aura (ILAE) sxmounna MPT ¢
BBICOKMM pa3pelieHneM 1 HamnpspkeHHocTbio 3 T B mpoTokon
00cIeIoBaHMS MALMEHTOB ¢ AMWJICIICHE KaK OCHOBHYIO Heli-
POBUM3YATU3aLMOHHYI0 MeTOOUKY. OHa obecreyrBaeT Jy4IIyo
BU3yaIu3aluio nopaxeHuit, yeM MPT ¢ HanmpskeHHOCTbIO
MarHutHoro monst 1,5 T. Bomomerpuueckue T1-B3BeleHHBIE
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rpamveHT-BbI3BaHHBIE 3X0-u300paxeHns (GRE) obecmeun-
BAIOT HamboJiee YeTKoe pasrpaHUYeHUe Ceporo U Oenoro Be-
IEeCTBA, YTO IIMPOKO MPUMEHSIETCS TIPU OOHApYXEHUH Jaxe
HE3HAUUTENbHBIX Malb()opMalnil KOPTUKAIbHOTO Pa3BUTHS
[10]. Wcnonb3oBaHue TraqoqvHKs B KauyecTBE KOHTpacTa pe-
KOMEHJIOBAHO TIPY TIOI03PEHUM Ha OMYXOJb WIKM MHOEKIWIO
[11]. Ucnonb3oBanue Takux T2 mociemoBaTeqbHOCTEH, Kak
GRE u SWI (4yBcTBUTENBHO-B3BEIICHHBIE HM300paKeHUS),
MO3BOJISIET BU3YaTM3UPOBATh MENKUE reMopparuieckue nopa-
KEHMS 32 CUET TPATUEHTHOTO 9X0-CKAHUPOBAHWS U TIOTYIEHMST
BBICOKOKOHTPACTHBIX M300paxeHuid. Kak mpaBuio, cKiepos
TUITIIOKAMITa OTHOCUTCS K HanboJiee 4acTo 00HApYXMBaeMbIM
MATOJIOTHSIM MTPU MEIUANBHON BUCOYHOM SMUIETICUM U XapaK-
TepU3YyeTCsl TUMMOKAMIIAIbHON aTpodueil ¢ TMMepPUHTEHCHB-
HbIM T2-curHanom.

Ecmu o pesynsratam MPT u Buneod3I-MoHUTOpUHTA, a TaK-
Xe Helpo(U3NO0TOrMYecKNX U HEMPOIICUXUAaTPUUECKIX MCCIe-
JIOBaHWI HENb3sl C JOCTOBEPHOCTBIO OMPENETUTh, 3aTparuBaeT
JI TIOTEHIIUATBHO pe3enupyemMasi 001acTh KOpbl (yHKITMOHAb-
HO 3HaYMMble 00JMACTH, OTBETCTBEHHBIE 32 PEyb, 3pEHUE, YYB-
CTBUTENIBHOCTh U MOTOPHUKY, HEOOXOIMMO JTOTOHUTEBHO MPO-
Bect yHKUMOoHaANbHYI0 MPT (GMPT) u TpaHcKkpaHuaibHyo
MAarHUTHYI0 CTUMYJSMIo [12].

B tom ciyyae, eciu Bce prMeHsIEMbIE KIaCCUYECKUE METOIbI
IVATHOCTUKU He TIO3BOJIIOT C TOCTOBEPHOCTHIO OIPEIETUTh
IPaHULBI pe3eLupyeMoii 001acTu Kophl, a faHHbsle MPT muc-
KOPIAHTHBI ¢ TaHHBIMK DT, MPUMEHSIOTCS PaTUOHYKIUTHBIE
METOIBl TUATHOCTUKU: TO3UTPOHHO-3IMUCCUOHHYIO TOMOTpa-
¢duro (I19T) u 0aHODOTOHHYIO TO3UTPOHHYIO SMUCCUOHHYIO
KoMItbioTepHyto ToMorpadmo (O®IKT) [13].

TpanuuuonHbIe H HOBbIE METOTUKH
HEHPOXHPYPrHYECKOT0 JIeUeHHs IMHICTICHH

HexoTopblie BuIbl pe3eKinii MOTYT MPOBOAUTHLCS CTAaHAAPTU3U -
POBAHHO TIPY HATMYMH XOPOIIO OTPAHNYCHHOIM SIMICIITOTCH-
HO 30HBI; HATIPUMEP, TIepeTHNE BUCOYHbIE PE3eKIIMH B CIyIae
MeINaTbHOM BUCOYHOM SMUIETICUH M TeMUCHEPIKTOMUN (VITH
reMUC(epOTOMIH) TIPH OOIIMPHBIX MOPAXEHUSIX MO3Ta. Pesek-
MM HEOKOPTEKCa OMpENeNstoTcsl OJM30CThIO pe3elupyeMoii
SIIJIENTOT¢HHOM 30HBI K (DYHKIIMOHAIBHOM KOPE, OTBETCTBEH-
HOI1 3a peub W ABMXeHUs. Helipomonmynupylomue onepanuu
BKJTIOYAIOT CTUMYJISILIMIO OJTYKIAI0IIEro HepBa, ITyOOKYIO CTH-
MYJISILIAIO MO3Ta M OTBETHYIO HelipocTumyssimio. Heitpomomy-
JIPYIOIINE OITepalliy, KaK IPaBUIIO, MOTYT OOJIETYMTH TSKECTh
MIPUCTYIIOB ¥ CHU3MTh UX YACTOTY, HO HE BCETIa II03BOJISIOT JI0-
OUTbCS MOJTHOTO 0CBOOOXAEHUS OT nmpucTymnos [14]. K tpagu-
IUOHHBIM HEMPOXUPYPTUUECKAM METOIUKAM OTHOCAT pe3eK-
LM PA3TMYHOM JOKATU3ALUHT 1 KAJUI030TOMHUIO.

Pesexuus eucounoti doau. Camasi pacrmpocTpaHEeHHas IIepen-
HSSl BUCOYHAs PE3EKLMS NMPEACTABIIAET CO00N PEe3eKLMIO 10
4,5 ¢cM HEOKOpTeKca, M3MEPSIEMOr0 OT BHCOYHOTO IIONIOCA C
LebI0 MUHUMM3KUPOBATh BOSMOXHBIN HEBPOJOTHMUYECKUI 1e-
(ULNT, ¥ U30IMPOBAHHYIO PE3EKLIMIO AMUTAANbI, TUTIIIOKAMIIA,
MaparummokaMiia ¥ BHCOYHO-3aThIIOYHON M3BWJIMHBI (TIOJNIE
37 no bponmaHy) uepe3 BUCOUHBIN por OOKOBOTO Xeaya0uKa.
TombKo aMUTIATIOTHITITIOKAMITKTOMIESI OBLTa aCCOIMMPOBAHA C
JIy4IIeit MaMSIThIO TOCIie ONepalvy, YeM CoueTaHHask BUCOYHAs
Y TMITIIOKaMIIanbHast pesekuus [15].

Pesexuus a06n0ti doau. Pezexiyiy JOOHOW 101U MPOBOISITCS B
30% cryyaeB BceX BMEIIATENLCTB MO TIOBOY drunencuu. Kim-
HMYECKas peMUCCHsl B TeUeHUe rojia Habmonaercst y 45% ma-
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IIMEHTOB, KOTOPBIM ObLTa MpoBeieHa JaHHas omnepauus [16].
OnuienToreHHasi 30Ha, KakK MPAaBUIO, BHIXOAUT 33 TPAHUILIBI
aHoManuii, BesiBIsieMbIx HAa MPT, 1 1151 omipesiesieHus rpaHull
PE3EKLUM UCTIONb3YIOT MHTPAOTIEPAIIMOHHYIO 3JEKTPOKOPTH-
Korpaduto.

Pesexuusa ocmpoexa. KnuHudeckass peMUCCHS COCTABISIET OT
60—75% u 84% — B ciyyae omyxoJjieil OCTPOBKOBOIL mou. Pe-
3eKI[MU OCTPOBKA TPeOYIOT 0c000 TIIATEIbHOIO Mpeaonepam-
OHHOTO aHaJI3a ONPaBIaHHOCTU PUCKA, OCOOEHHO MPH Pe3eK-
LMY B JOMUHAHTHOM IO peuu nojyuapuu [17].

Pesexuus memennoti doau. TeMeHHBIC TIPUCTYITHI HEOXHOPO-
HBI 110 KIMHUYECKMM TIPOSIBACHUSIM, HO BCE OHM MOTYT IpO-
SBJIATECS COMATOCCHCOPHBIMHM PacCTPONCTBAMU, TOJOBOKPY-
KeHUeM, TICUXUAaTPUIECKON CUMIITOMATUKON U AUCYHKUMEH
peun. PacnpocTpaHeHue SMUIENTOTeHHOTO ovYara Ha JIOOHBIe
IO TIPUBOIUT K TUIICPKUHE3aM, a eT0 Mepexol Ha BICOIHEIC
TOJIM MOXET IMpPOSIBIAThCS aBTOMaTu3MaMu. YacTtora McxomoB
knacca Engel 1 (monHoe npekpaiieHue NprucTynoB) COCTaBIISET
45-78% B 3aBUCHMOCTHU OT 30HBI (DOKAJIbHBIX TTIOPAXECHUIT Ha
MPT [18].

Pezexuyusa 3amvir04unoii doau. VInTepukraabHble Caiiky B 3aThI-
JIOYHBIX OTBEJCHUSX PETUCTPUPYIOTCS TOIbKO B 17% ciyuaes.
Pesexuus kmmHMYECKH yereHa; ucxonoB Kinacca Engel 1 yna-
eTcst oOUThes B 65% ciydaeB. OHAKO OTIETbHO CTOUT YIUTHI-
BaTbh BHICOKUI PUCK TIOBPEXAEHHS 3pUTeIbHOM KOophI [19, 20].

Kanaozomomua. Kanmozotomuss — TMauTMaTHBHAST OIepaus
IJIS1 TIALMEHTOB ¢ TeHepalu30BaHHON (OPMOI SMUJIETICUKN
nuddy3Horo 6uIaTEPATLHOTO WM YHUIATEPATLHOTO MpPOUC-
XOXJIEHHsI CO CTpEeMUTENIbHON TeHepaiu3alueil. Boimensior
MoaM(UKALMK JaHHOI ONepaluu: epPeaHION, 3aIHI00 U TO-
TaJbHYI0 Kaymto3oToMuio [21]. [TepBoHaYaIbHO OCYIIECTBISIOT
MepefHIOn KalI030TOMUIO, B cilydae ee HedhheKTUBHOCTH
BIIOCJIEICTBUH ITPOBOAUTCS TOTATbHAS MOTUGDUKALINS. 3aTHSIS
KaJJIO30TOMUSI — Haubosiee Iaasias i COXpaHsET CBA3M MEX-
1y JTOOHBIMU monsiMu [22]. MeTaaHanu3 mokasal CHUXEHUE
YacTOTHI IPUCTYIIOB Ha 59% 1ocine IepeaHeii KaJ1030TOMUN B
cpaBHeHNH ¢ 88% TI0CTIE TOTANTbHOI onepaiyy [23].

K onHoii u3 HOBBIX MEPCIIEKTUBHBIX METOMUK MOXHO OTHECTU
CTEPEOTAKCUYECKYI0 PATUOXUPYpPruio. YuCIo KIMHUYECKUX
ncxonoB Kinacca Engel 1 pu ncnonb30BaHUM JaHHOM METOAM -
KU MoxkeT gocturath 86% [24]. K mobouHbM adekTam mocie
OIrepany MOXHO OTHECTH TOJIOBHBIC OOJTM M OTEK MO3Ta, BO3-
MOXHBI TPAH3UTOPHOE MOBBIILIEHNE YACTOThI (DOKATBHBIX MPU-
CTYIIOB B TIepPBBIC MECSIIEI MOCIIE OIepallii, a TAaKXKe pamano-
Hekpo3 [25]. B Hacrosiiee BpeMsi cTepeoTakcuueckas paauo-
XUPYPTUST CTIONBb3YeTCsl He TaK MIMPOKO, HO B TMEPCIEKTHBE
MOTYT pacCMaTpUBAThCS KAIO30TOMUS U YIANCHUE TUIIOTala-
MUYECKOIi raMapTOMBbI ¢ TPUMEHEHMEM raMMa-HoXa.

K npyroit coBpeMeHHOI METOAMKE JIEYSHUS AMUIETICUM MOXKHO
OTHECTH JIa3epHO-MHIYIIMPOBAHHYIO TepMOTEpanuio (Jlasep-
HYyI0 TepMoKoary/sinuio) o koutpoieM MPT. JlazepHas tep-
MOKOATYIISIIIHS TIO3BOJISET IIPOM3BOIUTE (DOKATBHYIO a0ISLINIO
miameTpoM 5—20 MmMm. HarpeB sa3epa oTcieXXuBaeTcs B peaib-
HOM BpeMeHHM ¢ nomolbio MPT-tepmorpacuu, uto obecrne-
YMBaeT MUCKIIOYHUTENILHO BBICOKUI KOHTPOJIb 30HBI aOJSINM.
[Ipy ucmonb30BaHUM CTEPEOINEKTPOIHLIEDaNOrpaPpuIecKux
SJIEKTPOIOB TPACKTOPUS NEHCTBUS Jla3epa TOJDKHA OBITh Halle-
JieHa Ha MaKCHMAJIbHYIO a0JISIIIMI0 TUIIIOKAMIIA M aMUTIAJBL.
ITpu 3TOM BaXHO He 3aTPOHYTh OOKOBOI XeJTyIoueK U Cocy-
IbI Mo3ra. KoMITbroTepr3npoBaHHBIE TEXHOJIOTHH TTO3BOJISIOT
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YBEIIMIUTH 00BEM a0JIALUN M CHU3UTh PHCK HEXeIaTeTbHBIX
ocJoxHeHu# [26, 27]. Tlpu ueneHanpaBieHHOM CpPaBHEHUU
JIa3epHO-MHAYIMPOBAaHHAS TEPMOTEPAIMsS II0[ KOHTPOJIEM
MPT pana pe3ynasTaThl, CpaBHUMBIE ¢ TPAAULIMOHHBIMU HEM-
POXHUPYPTUUCCKMMHI MeTOAUKAMU. IIpy 3TOM KOTHUTHBHBIC
MCXOBI MPY JIa3ePHO-MHIYIIMPOBAHHON TepMOTEpanuu 0ojiee
OJTarONPUSATHEI, OHA MOXET ITPOBOIUTHLCS HEOTHOKPATHO U HE
MPEIIATCTBYET TalbHEHIIeMy HEHPOXIPYPIHICCKOMY JICUCHUIO
B CJIy4yae HEJOCTaTOYHOM KIMHUUYecKoi 3 dekTuBHOCTH. Ta-
KAM 00pa3oM, JiazepHas TepMOKOATyNSIMs TUIOKAMIa
aMUTIAIBl MOXET PacCMaTpUBAThCS KaK Teparusl MepBOi JIM-
HUU TTPU MeAUATbHON BUCOUHOM snuerncuu [27].

J1s cTepeoTakCMYeCKUX BMELIATEIBCTB B JIEYCHUM (PapMaKo-
PE3UCTEHTHOM SMIICTICUU OIMCAHBI HECKOJIBKO ILIeJIei, BKITIO-
yasi MeIMajIbHbIe OTHebl BUCOYHBIX JOJIEH, XBOCTATOE SIIPO,
MO3XEUOK, IIEHTPOIIPOMEXYTOUHbIE sfipa TajaMyca, cybTaja-
MIYECKUeE siIpa M TIepeTHre TaTaMudeckue simpa [28, 29].

W3 BblenepeyncaeHHbIX 1Ieiell BMENaTebcTBa Ha Tepen-
HEM TaJlaMUYECKOM SIpe MPOAEMOHCTPUPOBATY HAUOOJIbILIYIO
3 GEKTUBHOCTD B TIOTABIEHUM MPUCTYIIOB MPU (hapMaKope-
3UCTEHTHOH amuiiencuy. B OoJNbIIMHCTBE UCCIeNOBaHUI OT-
MeueHO 3((hEeKTUBHOE MOAABIEHNUE YaCTOThI MPUCTYIIOB MPU
UCTIONB30BAHUU BBICOKOYACTOTHON CTUMYJISLIUM B LIUKINYE-
ckoM pexume [30, 31]. [lepenHue Tanamuyeckue sapa siBis-
10TCs1 yacThlo Kpyra [leiinena, mpoenupyioTcsi B OCHOBHOM Ha
TMOSICHBIE M3BUJIMHBI, TUTIIIOKAMIT ¥ Me100a3albHble OTIENbI
JIOOHBIX foJieit, nonyyas addbepeHTHbIE BAUSHUS U3 MAMMUII-
JSIpHBIX Tes. Yepes aTu CBS3M MepeqHue TaTaMUYecKue sipa
CITOCOOHBI OKa3bIBaTh BIMSHUE HAa OCHOBHBIE JIMMOWYECKME
CTPYKTYPBI, BKJIIOYAS] SHTOPUHANBHYIO KOPY U TUIIOKAMIL
B Hacrosiee BpeMsi CTUMYJISILIUS TIEPEAHETO TAIaMUYECKOTO
sapa ogodpeHa FDA kak Meton iedyeHus1 hapMaKope3UCTeHT-
HOM SIUJIETICUN.

Kmunmueckuii cayyait

[Manuentka C., 39 et, rocnMTaIM3MpoBaHa ¢ Xajao00aMu Ha Iie-
pUOIMYECKIE HEMPOBOLUPYEMBbIE CYOPOXHBIE MPUCTYIIBI, CO-
MIPOBOKIAIOLIMECS TTOTEPEN CO3HAHUSI U CAMOTIPOM3BOIBLHBIM
MoueucyckaHueM. [lepBblif MpUCTYN pa3BUics B Bo3pacTe
18 neT, c HapacTaHWeM YacTOThI TIPUCTYIIOB 10 4 pa3 B CYTKU U
MOCTEAYIOLIMM CHUXEHUEM 110 | B Mecsil] Ha hoHe Mmpuema Jia-
muktana 300 mr/cyT u punnencun-perapma 1200 mr/cyt. [pu
MOCTYTUIEHUM COCTOSIHME TMALMEHTKU YIOBIETBOPUTEbHOE.
Hesponoruueckuii ocMOTp 710 ONMEpaTUBHOTO BMEILIATENbCTBA
BBISIBUJI YMEPEHHOE CHWDKEHHME WHTEIEKTYalbHO-MHECTHYE-
CKUX (YHKUMIA 6e3 04aroBbIX HEBPOJIOTMYECKUX CUMITOMOB.
MPT ros0BHOTO MO3Ta HE BBISIBAJIA YCIOBHO-3MUIENTOTeHHBIX
MOPAKECHUIA.

[To manHBIM TIpomIeHHOTO DD -BUICOMOHUTOPMHTA TP T10-
CTYIUICHUH, BBISBICHBI BhIpaXeHHBIe M3MeHeHus DI pery-
JIITOPHOTO Xapakrtepa. Bo BpeMs mcciemoBaHMs B IIPaBOi U
JIeBOI T0OHO-BUCOYHBIX 00JIACTSIX 3apeTrMCTPUPOBaHa SITUIIETI-
THYeCcKast aKTUBHOCTh BEICOKOTO MHAEKCA MMApOKCU3MATEHOCTH

(puc. 1).

21.09.2016 mauueHTKe BBHIMOJHEHA CTEPEOTAKCUYECKAsK yCTa-
HOBKa BHYTPUMO3IOBBIX 3JIEKTPOJIOB B TEpeHUE TalaMu-
yeckue sgapa (ANT) ¢ ABYX CTOpPOH ¢ MHTPAONEpalliOHHBIM
MUKPO3JIEKTPOIHBIM aHaI30M. KoMuccypaabHble KoopauHa-
Thl NiepeaHero Tatamudeckoro sapa ciesa AC — PC 2.0 (ant),
Lat 5.5, Vert. 11.4 (sup.), JIMHA siIpa CIIEBa, 10 JAHHBIM MIKDPO-
3JIEKTPOJHOTO aHalIu3a, cocTaBuia 2,5 MM. KoMuccypaibHbie
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Peructpupytorcst pa3psiibl MTMK—BOJTHA ¢ TIPe00ialaHeM BBICOKOTO MHIEKCa TapOKCU3MAIbHOCTH B JIEBOM JIOOHO-IIEHTPaIbHOM 00JIaCTH U B TIPaBOiA

JIOOHO-1IEHTpAJIbHOM 00J1aCTH (BBIIEIEHO LIBETOM)
Fig. 1. EEG of patient C. before stimulation.

Spike-wave discharges are seen in left frontocentral and right frontocentral regions (emphasized in color)

koopauHatel ANT copasa: AC — PC 1.3 (ant), Lat 4.9, Vert.
13.1 (sup), anuHa aapa crpasa — 2,7 mM. [TocneonepauuoHHoe
uccaenoBane MPT moaTeepanio pacmnoaoxXeHue UMILUIaHTH -
POBAHHBIX AJIEKTPOAOB B Mpejeax 3alaHHbIX CTepeoTaKcuye-
CKHUX LieJiel ¢ 00enx CTOpOoH (puc. 2), Mocie Yero maiueHTKe
OBLT IMIUIAHTHPOBAH ITOCTOSTHHBII TeHePaTOp UMITYIIbCOB.

[MocneonepauroHHbIN Mepro MPoTeKat 6e3 ocaoxHeHuil. Ha
2-e CyTKM MOCJIe OTepaliiy MPOBEICHO BKIIOUEHHE TeHEpaTopa
WMITYJTbCOB, TIONOOPAHBI CIEMYIONTIE TTapaMETPhl TOCTOSTHHON
oumnonsapHoil crumynsaiuu: —1+Stim/—9+Stim ¢ vacrotoit
112 Tix, mmpuHoii mMiysibea 60 Mc ¥ cuiioii ToKa 3,5 MA.

[Tpu mpoaneHHOM DBI-BUIEOMOHUTOPUHTE B paHHEM TOCIIE-
OITePAIIMOHHOM TICPHOIE 3apEeTUCTPUPOBAHA ITOJIOXHUTETbHAS
IMHAMKMKA B BUIE OTCYTCTBUSI CEPMUHBIX DPa3psiioB OCTpas-
ocTpas-MeIJIeHHas BostHa (puc. 3).

KaramHe3 Ha poTsbkeHuH 2 JieT MOATBEPAUI OTCYTCTBUE MPU-
cTynoB B mocneoneparonHom mepuone (Engel 1), manument-
Ka HaXoJUTCs Ha Tepanuu JamukTanoM 100 Mr/cyT u kenmpoi
1000 Mr/cyT ¢ MOCTETIEHHBIM CHVDKEHMEM JTO3MPOBOK Tperia-
paToB. B MHTeNIeKTYaIbHO-MHECTUYECKOM CTaTyce OTMEYEHO
yIydIieHWe MaMsITH, MOTUBAIIMU U CKOPOCTH MBICTUTENBHBIX
peaxkuui.

OtBeTHAsT HEMPOCTUMYMSIMS TIPU MUIETICUM TIPEACTABISET
co00l UCIMONb30BaAHNE MMILIAHTUPYEMOTO B TOJIOBHOM MO3T
YCTPOICTBA, KOTOPOE MOCHLIAET 3AEKTPUYECKUE MMITYJIbCHI B
OTBET HAa PETMCTpPALIMI0 HAYMHAIOIIUXCS cylopor. B Hactosi-
I1ee BpeMsT OTBETHASI HEMPOCTUMYJISILIUS pacCMaTPUBAETCS KakK
abdekTHBHbII 1 Ge30macHblit MeTop tedeHus OP-snunencun
y aun ctapiie 18 jet, Ho Bce elle He ofo0peHa Uil IeYeH st
JIeTel ¢ SMUIETICUEA, TI0XO0 OTBEYAIOIIMX HA KOHCEPBATUBHYIO
tepanuio [32]. [Tpobnema B TOM, 4TO MPUMEHEHUE OTBETHOI
HEMPOCTUMYJISIMY Y JeTeii UMEET MHOXECTBO OTPaHUYCHUI.
Tak, HepocTUMYNSITOP OOBIYHO MMILTAHTUPYETCS TMOCPE-
CTBOM MPOBEAEHUS] KPAHUO3KTOMUH, YTO JIENAET UCTIONb30Ba-
HUE TAHHOTO METOJIa JICYEHNsI HEBO3MOXHBIM Y JIeTell C He3a-

BeplLIEHHBIM (popMUpoBaHUeM KocTeil yepena [33]. C opyroii

Puc. 2. [Tocneonepamionnoe MPT nammentku C.
ITocneonepaunonHoe MPT rojioBHOro mosra IeMOHCTpUpPYET pac-
MOJMIOXEHWE CTHMYIMPYIOIINX 3JMCKTPOIOB B IIEPENHUX TaJaMuye-
CKMX SpaXx M COBMEIIEHO C JaHHBIMU CTEPEOTAKCHYECKOIO ariaca
Schaltenbrand and Wahren

Fig. 2. Postoperative MRI of patient C.

Postoperative MRI shows the position of stimulating electrodes in
anterior thalamic nuclei. MR image is combined with data from
Schaltenbrand and Wahren stereotaxic atlas

TOYKY 3pEHUSI, YIUTHIBAS TTACTUYHOCTb JAETCKOTO MO3Ta, MOX-
HO TIpeAIoJaraTh, YT0 MMEHHO OH HamOoJee IyBCTBUTEICH K
aIalTUBHBIM M3MEHEHUsIM B paboTe HeiipoceTeidl B OTBET Ha
TIPSIMYIO ANIEKTPUIECKYIO CTUMYIISIIINIO. DTO IIOMYEePKIBAET He-
00XOIMMOCTb JaJIbHEHILIEr0 U3y4eHUs] IPUMEHEHUS OTBETHOM
HENpPOCTUMYJISILIMY B 1I€JIOM M 0COOEHHO Y eTeit [34].
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JIM3A1MK TApaMETPOB OMO3NEKTPIUIECKO aKTMBHOCTH MO3ra
Fig. 3. EEG-monitoring of patient C. after stimulation.
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JIEMOHCTPUPYIOLINE OTCYTCTBUE Pa3psAHON aKTUBHOCTU Ha (hOHE CTaOu-

G-monitoring 20 months after beginning of stimulation clearly demonstrates absence of paroxysmal activity and stabilization of the brain electrical

activity

HeiiponcuxosiorinyecKas oleHKa
H XHPYPTHYeCKoe JieveHne dMIIencH

KorHuTUBHBII 1eUIUT MPU SMUIETICMU MOXET pa3BUBaThCS
BCJIEACTBUE CTPYKTYPHOM MATOJOTMM MO3ra, MPOJOJKUTENb-
HBIX CYIOPOI, MHTEPUKTANbHBIX pa3psaoB, mpuema 1011, a
TaKXe MPYU HAJIMYUM KOMOPOMIHON MCUXUATPUYECKON CUM-
nToMaTHKH |35, 36].

MeTonpl HEMPOIICUXOIOTMYECKOM OLEHKU BXOMASAT B MEPEYCHb
00ceoBaHMS TAIMEHTOB TIEpell Onepaleii, T.K. TTOMOTaloT
Oonee 4eTKO OMpeneuTh MecTo TUCHYHKIMKU. OmIHAKO KOM-
TIEHCATOPHBIE MEXaHU3MBI MOTYT ITPOSIBIISITHCS B IPOTUBOPECUH -
BbIX BbIBOZAaX. Hampumep, CTpyKTypHas SIIencus ¢ 1e010ToM
B PaHHEM JIETCKOM BO3PacTe MOXET ObITh MIPUYMHOM TOTO, YTO
3a peub OymeT OTBeYaTh M3HAYAJTBHO HEIOMUHAHTHOE ITOJY-
mapue (Murpanys GyHKUUN BCIeACTBUE HEMPOHANIBHOM Ija-
CTUYHOCTH), BCIICACTBHE YETO OYIYT IIOOaBISATECS HeBepOalh-
Hble YHKIMKM KOHTpJaTepaibHoro moaymapus [37]. pMPT
1 HEWpPOICUXOJOTMYECKNE TECThl TOMOTAIOT OLEHUTh (DYHK-
LU0 KOHTPJIATEPATbHOTO MOTYINAPHS.

ITocneonepanuonnbie pe3yasTaThl
H onpejessionHe X (pakropbl

Hecmotpst Ha TO, YTO CTaOMIM3ALIMSA COCTOSIHAS M OCTAHOBKA
TIPUCTYIIOB SIBNISIETCS TIPMOPUTETHOM 3amadyeid, HeNb3s 3a0bI-
BaTh O TOM, 4TO J000€ XUPYPrUUeCcKOe BMELIATEIHCTBO HECET
OIpeIeICHHbIM PUCK KOTHUTUBHOTO CHIXeHUs. OIHAKO M-
TeapHBIN TpueM [1DI1 Takke MOXeT MPUBOAUTD K YXYAIICHHUIO
KOTHUTHUBHHIX hyHKLMI. K pakTopam, orpenensiomum KOrH1 -
TUBHBIN MCXO[ TIOCIIE OTIEPAIH, OTHOCSTCS: BHI, 00BEM U JIO-
Kalu3alus XUPYPriyeckoro BMeEIIaTebCTBa, CeJIeKTHBHOCTD
TIPOBEIEHHON MAHUITYJISTIUY TTPY OTAETCHUH STMICITOTeHHOM
30HBI OT (PYHKIMOHATBHON KOPHI (BO3MOXHEIE OCIIOXHECHHUS 1
KoJulaTepaibHble TIOBPEXAEHUS), YPOBEHb (DYHKIIMOHAIBHOMN
TIACTHIHOCTH (BO3pAcT ¥ ITOJ TAIMEHTa), WHINBUAYATBHBIC
KOMIIEHCATOPHBIE BO3MOXHOCTM Mo3ra ((PyHKIMOHaIbHAS
LEJIOCTHOCTh OCTABIIUXCST TIOCIE PE3CKIIMHM M TOMOJIOTMIHBIX

KOHTpJIaTepabHBIX CTPYKTYP), MOCTONEPAILIMOHHbIA KOHTPOJIb
SMUIETITUYECKON aKTUBHOCTH, KAYECTBEHHbIE U KOJTMYECTBEH-
Hble u3MeHeHus B pexume npuema [1911 [38]. Komnatepanb-
Hble TOBPEXJICHUS U BO3MOXHBIE OCIOXHEHMS TMPU «KJac-
CUYECKUX» DE3EKUUAX, OYEBUAHO, OKA3bIBAIOT HEraTUBHBDIIA
3¢ beKT Ha KOTHUTUBHBIE HyHKIMU. [ToaToMy npu Hedporncu-
XOJIOTUYECKOH OIIEHKE Ha TIEPBOE MECTO BBIXOMAT OoJiee ceek-
TUBHbBIE U «IIAASIINE» METOAUKH, TaKhe KaK CTepPeOoTaKCchye-
CcKast TepMOKOATyJISIIIHS.

Pesexiust muchyHKIMOHANIBHOM TKaHM MO3Ta, KakK TPaBuUIo,
COTIPSKEHA C HU3KUM PHCKOM, TOTAA KaK pe3ekius QyHKIuM-
OHAJIbHBIX TKaHEi HeceT B ceOe BBICOKMI PHMCK YXYAIICHUS
KOTHUTHBHBIX (PyHKIUH. OCHOBHBIM METOIOM IMATHOCTHKH
MY TPOTHO3MPOBAaHMM KOTHUTMBHOTO IeduinTa, B YaCTHO-
CTH, CHVDKEHUS KPaTKOBPEMEHHOI TMaMsTH TOCIie TiepenHeit
BUCOYHOI pesexiuu, sgBasercss PMPT. KmoueByio ponb mis
COXpaHEHUs MaMSITH TIPY PE3EKIIMKU UTPAeT COXPaHEHUE 3aHe-
TO TUIIITOKAMIIa, TI03TOMY OMJIaTepalbHbIA THITTOKAMITATBHBIHA
cKJepo3, BbisgBIsieMblii Ha MPT, moBblinaer ¢akTopsl pucka
KOTHUTHBHOTO Ae(UIMTA IIS TAKOTO TMareHTa. JIpyrue dak-
TOpPBI, ACCOIMMpPYEMble C HEOJArompUsITHBIM KOTHMTMBHBIM
MCXOIIOM, BKJIIOYAIOT OTCYTCTBUE MOPQOJIOTMIYECKUX M3MEHE-
Huit Ha MPT 1 Heu3MeHeHHbII HEHPONCUXO0JIOTUYECKUIA TTPO-
(bub manMeHTa 10 ONepaTUBHOTO BMeIaTenbCcTBa [39].

3akmouenue

OP-snunencus Mo-MpexHeMy MPeNcTaBiseT CyIECTBEHHYIO
po06JIeMy COBpeMEHHOM KIMHMIECKON HeBpoJoriy. OIHAMU
13 OCHOBHBIX CIIOCO0OB €€ TepaIliH SBISIOTCS MTOCTOSTHHO CO-
BEPILICHCTBYeMbIe Helpoxupyprudeckue Mertomuku. CIekTp
HEeMPOXUPYPTUYECKIX BMEIIATEIBCTB YPe3BBIYANTHO ITUPOK, HO
y KaXIoTo U3 CI0CO00B €CTh CBOM JTOCTOMHCTBA M OTpaHUYe-
Hus. Tak, TpagUIIMOHHEIC Pe3eKIINHU T0JIM Mo3ra dosee 3 dex-
TUBHBI, YeM COBPEMEHHbIE HEHPOMOMYIMPYIOIIUE OTepalui,
HO B TO € BPeMsI SIBJISTIOTCS 60Jiee paiuKaTbHBIM BMEIIATE b~
CTBOM, CONPSDKEHHBIM C BBHICOKMM PHUCKOM OCTaTOYHOTO He-
Bposioruyeckoro aeduira. Heiipomomnyimpyioliye onepanun
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(TIy0oKast CTUMYJISIIIVS MO3Ta, CTUMYJIILIUS OTYKIAIOIIero He-
pBa, OTBETHAs HEMPOCTUMYJISIIMS) U COBPEMEHHbIE MOAUGbU-
KallMM HEeMpOXUPYPruuecKux orepauuil (cTepeoTakcuyeckast
PagvoXupyprus, azepHasi TepMOKOarysius) ooee Oe3omnac-
HBI ¥ MOTYT MCITOJIb30BaThCs MpH JiedeHnn O P-smmnerncny Kak
Tepanusi IIepBOi IMHKH, TaK ¥ CAMOCTOSITEIFHO B CJTyJae BEICO-
KOl KIMHMYecKor 3ddekTrBHOCTA. KpuTepueM oxumaeMoii
YCIEUIHOCTH ¥ ONIPaBIAHHOCTH JIIOOOTO HEepOXMPYPTUUECKOTo
BMeEIIATeIbCTBA 10 CUX TIOP SBJSIOTCS MOP(}OIOTMYECKUE aHO-
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Manuu, BeisiBisseMble Ha MPT. [l kaxmoro naiueHTa pucK u
MOTEHLIMANLHYIO BHITOMY OT IPOBEICHMSI OTlepaliii HEOOXOAU -
MO OLIEHMBATh MHAMBUIYAJIbHO, UCXOMS U3 LIEJOro KOMILIeKca
JAHHBIX: aHAIKM3a CEMUOJIOTUH TIPUCTYIIOB, HENPOPU3NONOTH-
YeCKMX M HelipoBU3yaIM3allMOHHBIX UCCIeN0BaHUI, Bo3pacTa
MalyeHTa 1 ero (GYHKIMOHATBHBIX pe3ePBHBIX BO3MOXKHOCTEI.
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CioxHoctu 1uddepeHnaabHOM
TUATHOCTUKU IIEPBUYHOU
[porpeccupymouei adasmu.
KianHun4yeckoe HabOI0IeHUE

E.P. bapanuesuy, I0.I1. KoBainbuyk, E.B. Menbhuk, B.C. Dmanyans, 10.B. Dmanyaiib

OIrb0Y BO dlepewiii Canxm-IlemepGypeckuii eocydapemeenbiii MeOUUUHCKUIL YHUSepCUmem
um. axad. M.I1. ITaerosas, Cankm-Ilemepdype, Poccus

Tlepeuunas npoepeccupyroujas agasus — cuHOpoM, HPOAGATIOWUTICS NOCHEReHHbIM HapyuieHueM pevesoli QynKyuu. Boideasiom mpu gopmbl nepeuuHoll npo-
epeccupyloujeii agpazuu. [lepeas dopma xapaxmepna 04s A00HO-6UCOUHOI eMeHUUY U NPOSBAAEMC HAPACMAHUEM PeHesbiX HAPYUIeHUT! Kpu OMCYMCmeUU 0pyeotl
HeBPOA0UHECKOL CUMNMOMAMUKY 8 MedeHue HeCKOAbKUX Aem. Bmopas gopma — cemanmuueckas agazus, K020a nayueHm e Moxcem 6CHOMHUMY (YHKUUO-
HAABHYIO NPUHAONECHOCHb NPeOMema, a MaKdice PA36UEAEMCs. HEY3HABAHUe AU Ul 2010c08. Tpembs gopma — r0eoneHuteckas, amunudHbil 6apuanm 0one3Hu
Anvueeiimepa, npu Komopom HApyweHUs peui Rpesatupyiom Had MHeCMUYeCKUMU npossaeHUsMU 3a001e6aHUS.

B cmamve npedcmasieno kaunuveckoe Habatodenue 3a nayuenmioi 50 nem ¢ 0uazHo30m nepeutHoll Rpoepeccupyiouieil agasuu, Komopas Moycem umento Mecmo
U npu A00HO-8UCOUHOU Oemenuuy, u npu Oonestu Anvyeeiimepa. Ha ocHosanuu KauHuecKol KapmuHbl mpyoHo npogodump duggeperuuposartblii duazhos be3
cneuughuUeck020 NO3UMpPOHHO-IMUCCHOHHOZ0 UCCACO08AHUS UAU CheylUeckoeo aHatusa auxeopd. Ha ghore nposodumoii mepanuu yay4uenus Gbiau Heeeauxu,
HO COCIMOSIHUE NAUUEHMKY CMAOUAU3UPOBAAOCD.

KimoueBblie c10Ba: 100H0-8UCOUHAA OeMeHYlUs, NePBUUHAS NPO2PeCcCUpyowasn agasus, 1020neHu4ecKuil mun bonre3nu Anvyeeiimepa, bamapes
N00HbIX MeCMO8, MUHUMAAbHASA WKAAA OUEHKU NCUXUYECK020 CIamycd.

Anpec pis koppecnongenmuu: 197022, Cankr-Iletep6ypr, yi. JIsBa Toacroro, a. 6-8. ®I'BOY BO IICII6I'MY um. U.I1. [1asnosa.
E-mail: ejvcons@mail.ru. Dmanyaab 1O.B.

Jlast uuruposanus: baparuesuy E.P., Kopanbuyk 1O.11., Menbhuk E.B., Omanyans B.C., Omanyaib 10.B. CrnoxHoctn nuddepenim-
AIbHOM IMAarHOCTUKY TIEPBUYHON mporpeccupyromieii abasun. KinnHnueckoe HabTONCHNE. AHHAAbL KAUHUHECKOU U IKCREPUMEHMANb-
Hoti Hesponoeuu 2019; 13(1): 78—83.

DOI: 10.25692/ACEN.2019.1.9
Difficulties of clinical diagnosis
in primary progressive aphasia.
Clinical observation

Yevgeniy R. Barantsevich, Yuri P. Koval’chuk, Yekaterina V. Mel’nik, Vladimir S. Emanuel’, Yulia V. Emanuel’
Academician I.P. Paviov First St. Petersburg State Medical University, Saint Petersburg, Russia

Primary progressive aphasia is a syndrome characterized by progressive speech dysfunction. There are three types of this condition. The first — agrammatic —
type of primary progressive aphasia is typical for frontotemporal dementia and characterized by progressive worsening of speech during several years without other
neurological symptoms. For this type, alexia is typical (can be present before the onset of other clinical symptoms) along with agraphia and oral apraxia.

Second type of primary progressive aphasia, semantic aphasia, may also be present in frontotemporal dementia.

The third type of primary progressive aphasia is a logopenic variant which is a manifestation of the atypical variant of Alzheimer’s disease. In this type, the speech
disorders are prevailing over the mnestic manifestations. Differential diagnosis in that case is difficult given lack of specific markers in patients with Alzheimer’s disease.
As a clinical illustration, we present a case of a 50-year-old patient. She has been considering herself ill from the age of 45 years, when her speech impairment emerged
and started to progress; she also started to experience difficulties in recalling and correct pronunciation of the words. No significant pathologies in internal organs
were identified. Her neurological examination showed pyramidal insufficiency more on the right, slight muscle rigidity in the limbs, acheirokinesis, and mild ataxia.
Examination of patient’s higher cerebral functions showed mixed aphasia (amnestic and motor), frequent agrammatisms, paraphasias, anomias, apraxia more in the
left arm, simultaneous agnosia, partial hemispatial neglect of the left side, alexia, agraphia, acalculia, and finger agnosia. Frontal Assessment Battery test score was
8 and Mini Mental State Examination score was 16. Vascular, infectious, metabolic, autoimmune, tumorous, and iatrogenic causes of dementia have been ruled out.
Speech disturbances were typical for agrammatic variant of primary progressive aphasia, but didn’t contradict with logopenic type of Alzheimer’s disease. The PET
scan showed no hemispheric asymmetry. We suggested that the most probable diagnosis could be primary progressive aphasia, which can be a manifestation of both
frontotemporal dementia and Alzheimer’s disease. Moreover, the differential diagnosis based on clinical manifestations only, without specific PET investigation or
specific CSF study is rather difficult.

Keywords: frontotemporal dementia, primary progressive aphasia, logopenic type of Alzheimer’s disease, Frontal Assessment Battery test, Mini
Mental State Examination score.
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epBUYHas mporpeccupytomas adaszus (I1I1A) —

CUHJPOM, MPOSIBISIOIIUICS MOCTENEHHBIM Hapy-

HIeHWEM peyeBoil pyHKImU. Beigensior Tpu dop-

MBI TIEpBUYHON Tporpeccupymonieil apasun [1].

[epBag opma xapakTepHa A5 T0OHO-BUCOYHOIA
nemeHuyu (JIBJI) u nposiBisieTcsl HapacTaHUEM PEYEBBIX Ha-
PYLICHMA TIPU OTCYTCTBMM [APYIOif HEBPOJOIMYECKOM CHM-
NITOMAaTHKU B TeYeHUE HECKONBKMX JIeT. B aTOM ciiyyae umeer
MECTO arpaMMaTHIeCKuil BapUaHT, JUIsl KOTOPOTO XapaKTePHBI
anexcusl (MOXeT ObITh J0 Havasa ApyruX KIMHUYECKUX IPOsIB-
JIeHU it 3a0oneBaHus ), arpadus v opajibHas anpakcus [2]. Bto-
pas popma TITTIA — cemanTryeckas adasusi, Toxe MpUcylia
JIB/I. ITpy maHHO# MATOJOTMU MALMEHT HE MOXET BCTIOMHUTh
(DYHKIIMOHAJIBHYIO TIPMHAIIEXHOCTb MpeIMeTa, Kak ero ¥c-
TI0JTb30BaTh, Pa3BUBACTCS HEY3HABAHME JIMII UM TOJOCOB [3].
Tpetns hopma ITITA — noroneHnYecKuii BApUAHT, MPOSIBICHUE
aTUIIMYHOrO BapuaHTa 0oje3Hu AnblLreiimepa (bA), mpu koto-
POM HapyIIeHWsI PeYy MPeBATUPYIOT HAJl MHECTUYECKUMMU ITPO-
SBIeHUAMHN 3aboneBanus. JnddepeHmanbias AMarHOCTHKA
B 3TOM CJIy4ae 3aTpyIHUTENbHA, YUUTHIBAsI HEBOZMOXHOCTD B
HACTOSIIEe BpeMsI ONPEIeNATh CeIU(pIIecKue MapKePhl I
BA (cHuxeHue ypoBHS B-aMUIOMA TIPU TOBBILICHUN YPOBHS
T-NMPOTeMHA B IUKBOpPE) [4].

ArpamMaTuyeckKuil U ceMaHTHyeckuii BapuaHThl [1TTA cBs3a-
HBI C T-TIATUSAMU [5] WIM C BHYTPUKJIETOYHBIM HAKOILUIEHUEM
JMHK-accouunpobanHoro 6enka — TDP43 npu j100HO-BU-
COYHOI1 JIeTeHEepalli B COUETAHUY C OOJIE3HBIO ABUTATETHHO-
ro HeiipoHa [4, 6]. IIpu noromenuyeckom Bapuante I1ITA B
OOJBIIMHCTBE CTyJyaeB pa3BUBaeTCs TUIMYHAS 41 bA Mopdo-
JIOTMYeCcKasi KapTUHA: HAKOTUICHUE B-aMUIOKWAA U T-TIPOTenHA
(B BUZIE HEMPODUOPUILTSIPHBIX KITYOOUKOB) [7].

Komnmyeckwuii crygaid

IMammentka A. ¢ 2012 1. (c 45 neT) crana 3aMeyaTh HapyLIEHUS
peYn — TPYIHO BCTIOMHUTH U MPABUIBHO MIPOM3HECTU HYXHOE
cnoBo. C 2014 . GecrmokoAT BHe3aIHbIe MageHus 0e3 ToTepu
cosHanus. C 2016 . malMeHTKa OTMEYaeT 3aMelJIeHHOCTh U
HEJIOBKOCTb B JEATEJIbHOCTH («BCE CTala JelaTh MEMIEHHO»,
«cajar ToyJaeTcsl HeKpacuBblii — KYOUKU HEPOBHbIE»), He-
BO3MOXHOCTb YTeHUS Oosiee 2 CTPOK («OONAT Ia3a»), HEBO3-
MOXHOCTb CYETA, YTO MIPUBEJIO K 3aTPYIHEHUAM C TIOKYIIKAMU.
Jletom 2017 T. MOSIBUIUCH, CO CJIOB POJCTBEHHUKOB, SMU30/IbI
3aMupaHus 0e3 pearupoBaHUs HA OKPYKAIOIIUX.

C 40 mo 48 nmet mpHMMAIAa aHTUTUIICPTCH3UBHYIO TEPAITHIO
M KOHTpAIeNTHBbI 10 HA3HAYEHUIO TMHEKOJI0Ta, OTMEHMIIA
CaMOTIPOM3BOJIbHO. ApTepHabHOE MaBJIeHWE B Ipeneax
130/80 MM pT. CT.

HeomHokpaTHO 0oOcnemoBanach B pa3HBIX CTallMOHApax W Ha
KOHCY/IBTallMOHHbIX TpueMax. B 2013 . Bo3HMKIIO mpearno-
JIOXEeHUE O HelipolercHepalMy, Ha3HaueH MeMaHTUH 20 MT;
npuHuMana ero 12 mec. Ha xoncynsrauyu B 2014 . mocraBieH
JIMarHo3: coMaTo()opMHoe PaccTpoiicTBO, neeBnoaemenua. Ha-
3HAYCHBI aHTUIETIPECCAHTHI, TPAHKBUJIN3ATOPHI M TICUXOTEepa-
nusi. Bee BuimoaHsia, HO 6e3 BuaMMoii quHaMuku. B 2015 T
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JIMarHo3 MOATBEPXeH, 00Jbllle HUYEro He IPUHKUMANa U HU-
Kyna He obparnanack. C pa6otsl yBonuiach B 2016 1. n3-3a Ha-
pacTaromux IeeKToB peuu, aleKCUM U aKalbKylauu. KuBeT
B CEMbE C MyXeM, MaMOii, CbIHOM, HEBECTKOI U BHYYKoM. J[o
2017 r. 3abupana BHy4YKY M3 CaiiKa CaMOCTOSATEbHO, B HACTOSI -
1Iee BpeMsl 0CTaeTcs ¢ IEBOYKOM Joma.

Co cTOpOHBI BHYTPEHHUX OPTaHOB CYILIECTBEHHOI MTATONOTHY HE
BBISIBJICHO. B Hespoaoeuueckom cmamyce: iape3 B3opa BBEPX, M-
paMuIHas HeIOCTATOYHOCTh 00JIbIIIE CTIpaBa (0XKUBIEHUE ITy00-
kux pedrnexcos, peduekcsl Pocconumo—Benneposuya cripasa,
babuHckoro n OmmenreiimMa cripaBa), MBIILIEYHbINA TOHYC B KO-
HEYHOCTSIX HECUJTBHO TTOBBILIEH T10 TIACTUYECKOMY THITY, aXeii-
POKWHe3, JieTkast atakcust. [1pu obcieloBaHUM BBICIIIMX MO3TO-
BbIX (DYHKIIMIA BBISIBJICHBI CJICAYIOLINE CHHIPOMBI: CMEIaHHAsd
aasusl (aMHecTMYeCKas, MOTOPHAsT), YacThle arpaMMaTU3MBI,
napadasuu, aHoMuM, anpakcusi OONbIIIE B IEBOI PYKE, CUMYIb-
TaHHasl aTHO3MUS, YaCTUYHOE MTHOPMPOBAHKE JIEBOI TIOJIOBUHBI
Tena, ajekcusi, arpadusi, akanbKyJusl, arHO3us TiasblieB. bara-
pest TOOHBIX TeCTOB — 8 Oa/IOB (MPU3HAKYU JIOOHOM AEMEHLN).
Kpatkas mikana oueHku mcuxudeckoro craryca (MMSE) —
16 6aJL10B: ¢ TPYIOM MOBTOPIJIA 3 CJIOBA, IPU MOC/IEAYIOIEM UX
BCIIOMUHAHMK OJTHO BCTIOMHMJIA Cama 1 el 2 TIocIe TIOACKa3K1
(memeHIIMSI yMEPEHHOI CTETIEHN BHIPAXXEHHOCTH).

MPT 20a06H020 mo3ea, mpakmoepagus (2015 T.): yMepeHHas TH-
Jpoliedanusi, MUHUMaTbHOE 0OeIHEHNE TIPOBOIHUKOB 3aHEH
TPETU CTBOJIA MO30JIUCTOTO TeNa.

MPT eonoenoeo mo3zea (2017 1.): TOHKAs 30HA TIEPUBEHTPUKY-
JISIPHOTO IJIM03a BIOJb CTEHOK OOKOBBIX XEIyIOYKOB, OOKO-
BBIE JKENYTOYKM YMEPEHHO PacIIMPEHBI, CUMMETPUYHBI, CY0-
apaxHOWAbHOE JIMKBOPHOE ITIPOCTPAHCTBO HEPaBHOMEPHO,
YMEPEHHO PacLIMPEHO 0 KOHBEKCUTAJIbHOI MOBEPXHOCTH, B
00jacT OOKOBBIX IeNel; Oa3anbHble LIUCTEPHBI MO3Ta yMe-
PEHHO yBeNnMUeHbl. 3akmodeHue: nuddy3Hble aTpodudecKue
M3MEHEHMSI TOJIOBHOTO MO3Ta.

Tpunaexcroe ckanupogarue OpaxuolieaTbHBIX U TPAHCKPAHU-
albHBIX cocynoB (2016 1.): maToIoruu B 0acceiiHe MOIKII0YNY-
HBIX ¥ COHHBIX apTepuil He BBISIBJICHO, NMPU3HAKU BEHO3HOIA
TMCIMPKYJISIIIAY B OacceifHe SIpEMHBIX BeH, Majasi JieBasi 1mo-
3BOHOYHASI apTepysi, BepTeOpOreHHBIE BIMSHMSA Ha 00e Io-
3BOHOYHbIE apTepuM B YCTbSIX C KOMIIEHCALlMEl KPOBOTOKA
JIMCTATbHO ¢ 00EMX CTOPOH, TATOJIOTUM B MHTPAKPAHUATBHBIX
apTepHsIX HE BBISBICHO, Pe3epB BA30MOTOPHON PEAKTUBHOCTH
CHUXEH, BUJUIM3UEB KPYT HE 3aMKHYT 3a CYET JIEBOI 3aJiHEM CO-
eIMHUTEILHOM apTepyu.

Dnexmposryeanoepaguueckoe obcredosanue (2016 T.): ymepeH-
Hble HApyIIeHUs] OUOBMEKTPUUYECKOH AKTUBHOCTH TOJIOBHOTO
MO3ra ¢ KOCBEHHBIMH TIPM3HAKAMM TIOBBIIIEHUS BETETATHBHON
JIaOMITBHOCTH, CHYKEHMEM 1 HEYCTOMYMBOCTHIO 001IIETO (PyHKIIH-
OHAJILHOTO COCTOSTHMSI TOJIOBHOTO MO3ra. besycimoBHast amuiern-
TUYECKast AKTHBHOCTD B HACTOSIINI MOMEHT HE PETCTPUPYETCH.

1lo3umpoHHo-3MUCCUOHHAS MOMO2PAUs, COBMEILIEHHAST C KOM-
nbploTepHOi ToMorpadueii (2017 T): mpuU3HAKU TUIIOMETabo-
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JM3Ma ¢ roko30i (BF-(bTopae30KCUIIIoK030ii) B IPOEKLIUK
TEMEHHbIX, BUCOYHBIX U 3aThUIOUHBIX J0JICH, B MEHbIICH CTe-
MEeHU — JIOOHBIX T0JIEiA.

Buoxumuueckuii ananus Kposu: yrieBOIHBI 0OMEH — TJTIOK03a
KPOBHU, DIMKMPOBAHHBIA TeMOINOOMH B mpeaenaax pedepeHT-
HBIX MTHTEPBAJIOB; TUITUIHEI 00MeH (TTallieHTKa HU3KOTO Cep-
JI€YHO-COCYAUCTOrO PUCKA) — XOJNECTEPUH 5,2 MMOJIb/JI, TUIIO0-
MPOTEMHBl HU3KOW TIOTHOCTH 3,3 MMOJIb/J, TUIONPOTEHHDI
BBICOKOI TIOTHOCTH 1,2 MMOJIB, Tpuraumepumst 0,9 MMOITb/ 1.
Bo3MoxHa KOppeKTHPOBKa 00pa3a XM3HHU, Ha3HAYeHUE CTATHU-
HOB Hele1eco00pasHo.

Obwuii ananaus Aukeopa: TPO3pavyHblid, OECLIBETHBIN, OelT0K
339 mr/n (150—450), o3 2/3 nuMboIuToB.

Hcenedosanue auxeopa u kposu memodom I11IP: BUpYC Kitelle-
BOTO 3HIIe(haNUTa, BUPYC IIPOCTOTO Tepreca 1, 2, BUpYyc repre-
ca 6-To THIIa, TOKCOIUIa3Ma TOHIWH, BUPYC BapuIle/Ia 30CTep,
Ooppenuu (Borrelia burgorferi + garinii), UMTOMEranOBUpPYC,
BUpyc DruteiiHa—bapp — oTpuLaTeNbHBINA pe3yabTaT. AHTH-
tena K Treponema pallidum (1gM u IgG) B TMKBOpe U KpOBU —
OTPMLATENbHBII Pe3yILTAT.

Dnexmpoaumst Kpogu: HATpUil KPOBH, KAJIU, KAJIBIIMI OOIINIA,
MarHuii, ¢poccop HeopraHudecKuii — B mpeneaax pedepeHT-
HbIX MHTEPBAJIOB.

DYHKYUOHANbHOE COCMOAHUE WUMOBUOHOI Jiceae3bl, NaApauumo-
BUOHbIX Jicene3: TAPEOTPOITHBIN TOPMOH, TTAPATTOPMOH, AaHTHTE-
Jia K TUpeoTIepoKCcHa3e — B TpesiesiaX peepeHTHBIX MHTEpBa-
JIOB. YpOBEHD BUTaMKUHa B, ho/nreBoit KUCIOThI — B IIpeenax
pedepeHTHBIX NHTepBaIoB, BuTaMuHa D (25-OH) — 9 Hr/m,
JIeULNT.

DyHKYUOHANbHOE COCMOAHUE MOUeBbIOCAUMENbHOU CUCHEMbL:
KpeaTMHUH KPOBHU, pacueTHasl CKOPOCTh KIYOOUYKOBO (hUib-
Tpalliy, MOYEBMHA KPOBU — B TIpefiesiax pepepeHTHRIX MHTEp-
BaJIOB, OOLIMIA aHANINU3 MOUM 6€3 0COOEHHOCTEN.

DyHKyUOHANbHOE COCMOSHUEe NeyeHu: acTapTaTAMMHOTPAHC-
(epaza, amaHMHaAMUHOTpaHChepasa, IenaoyHas Gocdarasa,
Y-TIyTaMUNTPAHCIIENTHAA3a, ATbOyMUH, TPOTPOMOMHOBBIM
MHJEKC — B TIpejeax pedepeHTHbIX MHTEPBAJIOB.

Hccaedosanue mukposnemenmos 6 6040cax. TPEBBIICHMS
TOKCUYHBIX M YCIOBHO TOKCHUYHBIX 3JIEMEHTOB (OepuILINiA,
AJIOMUHUI, HUKEb, MBIIIbSK, pyOuIuil, cepedbpo, KaaMuii,
LIe3Uii, 0apuii, pTyTh, OJIOBO, TaJIUil, CBUHELI) HE 3aPETrUCTPHU -
POBaHo.

Jlakmam cvieopomiu Kpogu — B Tipesiesax peepeHTHbIX MHTEP-
BaJIOB.

Huaenocmuxa 6ackyaumos: aHTUTENa K MHUEIONEPOKCHUAA3E,
9KCTPAarupyeMOMY HYKJICApDHOMY aHTHUIEHY, IpOTeHHa3e-3,
LUTOIIa3Me HEWTPOGUIOB C OMNpeNcJeHUeM THIA CBeye-
HUS — He 00HApYXeHbl. AHTUHYKJIeapHBI (haKTop Ha KJIETOY-
Hoit muann HEp-2 ¢ onpemenenneM 6 TUITOB CBEUSHMST, aHTH-
TeJla K SHIOTEINATBHBIM KIeTKaM — B IIpeaesax pedepeHTHBIX
HHTEPBAJIOB.

Huaenocmuxa nepsuunoeo aHmugocgorunuoHo2o0 CUHOpoMa:
aHTUTeNa K KapmuonunuHy knacca IgM u IgG, aHTuTena k
B,-rmukonporenHy 1 kmaccoB ummyHornobyimHos G, A, M
He o0HapyxeHbl. KInHUYecKuil aHaau3 KpoBu 6€3 0COOeHHO-
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creit. C-peakTHBHBIN 0€OK — B TIpeaenax pedepeHTHBIX MH-
TEePBAJIOB.

Onpedenenue KOHUeHMpayuu Mmemaboaumos; JIU30TI000TPU-
a3uIC(UHTO3UH,  JU30C(HUHTOMUENUH,  JU30C(HUHIOMUE-
mH-509, Mr30reKcamIc(UHIO3MH, XUTOTPUO3UIa3a — B Ipe-
Jenax pedepeHTHBIX MHTEPBAJIOB.

W3BectHO, uT0 5% Bcex meMeHLMit obpatumbl [8]. V maiu-
CHTKH OTCYTCTBYIOT XapaKTepHBIC IUIST COCYANCTOM TEMEHITNH
n3MeHeHust Ha MPT rojioBHOro Mo3sra (mocTuieMUYECKUe
KHCTBI WJIM OYaroBble M3MEHEHMs Ceporo M 0Oeoro Bele-
CTBa), CBUIETENbCTBYIOIINE 00 MH(papKTaX MO3ra (B TOM 4UCIe
B TaJlaMyce /MM MO30JKCTOM Teje). JIelikoapeos, apTepu-
OBCHO3HBIC Maab(POpMallii, TMIICPUHTCHCUBHBEIE OYATU —
B pexxume T2 [9, 10]. Her u dakTopoB pucka Ajsi pa3BUTHS
1IepedpOoBacKyISIpPHOTO 3a00JIeBaHUS. ApTepuaibHOE JaBie-
HUe B Ipefeaax HopMbl. OTCYTCTBYIOT 3HAUMMble U3MEHEHUS
B VIJICBOIXHOM, JIUTIMIHOM OOMeHe, TallMeHTKA He KYPUT, He
3J10yHOTpebIsSeT aIKOrojeM, He cTpajaeT oxupeHueM. He
ObLIM MONYYEHBI JAHHBIC 32 HAaMIUYKE HEWPOMH(EKLINK, XOTI
MHEHME O POJIM BHpYyca repreca 6a u 7 TUIIOB B pa3BuThU BA
cymectsyeT [11]. JocTymHBIMU METOJAMM MCKIIIOYEHBI TOK-
CHKO-MeTaboMMYecKe M3MEHEHMs: 2JIeKTPOJIMTHBIE, IHIO-
KPUHHbIE, epULUT BUTaMuHa B ), ypemuueckas, neyeHoyHas
SHIIe(ANONMATHs, METAIUIOTOKCUIHOCTh, MUTOXOHIPHATbHBIC
HapyiieHusl. He mony4eHo JaHHBIX 32 CTEPOMAPEarupyIOIIyIo
SHIIe(ANONMATHIO, CBA3aHHYIO C ayTOMMMYHHBIM THPEOWIN-
TOM, 32 BACKYJIUTBI U aHTU(POCHOIMIUIHBIA CUHAPOM, XOTS
nono0HbIe cydau onucaHsl [12]. Hanuuue omyxoseBoro mpo-
1ecca ToXe MaJlOBepOSITHO, T.K. CO CTOPOHBI BHYTPEHHUX Op-
FaHOB MATOJOTUM HE BBISBJICHO, IJIMTEIbHOCTb 3a00JI€BaHUS
Ha MOMEHT Kypalluy coCTaBuiIa 6 JieT, 17abopaTOpHBIe JaHHbIE
He M3MEHEHBI, B TOM YKMC/ie KIMHUYECKUI aHAIi3 KpoBU 0e3
ocobeHHocteit, COD 10 Mmm/y.

JuddepeHumanbHplil Auardo3 nposeagH Hamu Mexay JIB/,
THII TIpOrpeccupyonias adaszus, JOTONeHMIECKNM BaPUaHTOM
BA u 6one3npio Heitmana—IIuka Tuna C (BHIIC). ITonstHO,
YTO TIOTEHIMAIbHO KypabeibHBIM 3a0ojeBaHUEM B TaHHOM
ciygae BeicTyniaeT BHIIC. [MomoOHEIE cTy4ay OIMCAHH B JIH-
teparype [13]. IlanueHTKa mpoTecTMpoBaHA IO AMATHOCTH-
yeckoit mikane [14]. Habpan 71 6amn. Takoit pe3ysnbrar npe-
ycMaTpuBan HeMemieHHoe TectupoBanue Ha BHIIC. Crnenyer
Y4eCTh, YTO, 10 TaHHBIM MaTHUTHO-PE30HAHCHOM TPaKTOrpa-
(um, BHABIAIOCH MUHUMAIbHOE OOCTHEHHE MPOBOIHUKOB
3alHell TpeTH CTBoJa MO30jJucToro Teia. MIMeHHO 3To, Mo
MHEHUIO0 HEKOTOPBIX aBTOPOB, CIyxXuT npuzHakom BHIIC [15].
OnHaKo 3TOT IMAarHO3 He ObLT MOATBEPKIEH.

IMporpeccupyromias adazusa npu JIBI xapakrepusyercs -
TeJbHOCTbIO 3a0oneBaHus B cpenHeM 8—10 net. IlpoBemeHa
OLICHKA CHUMIITOMOB ITAIIMCHTKH IO KPUTCPHSIM IUATHOCTH-
KM arpaMMaTUYeCcKOro BapHaHTa Iporpeccupyloeil adasuu
(KpUTEpUH B TEKCTE BhIEIEHbI KypcuBoM) [16].

K Kntouesvim npusHaxam omnocsames:

* n030Hee HA4aA0 U NocMeneHHoe npoepeccuposarue (10T
B 45 ner);

* CHUDICEHUe pe4esoll aKMUBHOCMU 8 COYemanu Xoms 0bl ¢ 00HUM
U3 CAe0yruUX CUMNMOMOB: APAMMAMU3MYL, (POHeMuUecKue
napagazuu, anomus. IlaleHTKa HEMPAaBUIILHO YIIOTPeOJIsieT
MIpeIoTd, (POPMBI TJIAr0JI0B, HE COINIACOBBIBAET OKOHYAHMS
CIIOB («CKa3Ka TP MeIBels He pacCKas3aTh», «s He MOTY M-
TaTh BHYYKa»). [leprommaecKy 3aMeHsICT CO3BYYHBIC CIIOBA
(«MoIlIKa — TIJIOIIKA»), TMepecTaBsieT cJIoru («0aHaeKeT-
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Ka» — 0aHKETKa, «OKTATEPE» — OKTSAOPb, «<MYXOPOM» — MY-
xoMop). Eciim oHa He MOXeT BCIIOMHUTb Ha3BaHWE TIpei-
MeTa, HO 3HaeT 00 ero Ha3HAYeHUH, TO TAeT OMUCATETbHYIO
XapaKTePUCTUKY («3TO TO, YeEM CMOTPEThb», «3TO IUIS CYIIa»,
«TO0 TO, 4eM YOopKy»). IlosBunmach «renerpadHas peub»:
<« mnoxo roBopio. Peub».

K noomeepacoarouum npusnaxam omuocames.

* 3auUKaHUe, 3aNUHKU U/uau oparvras anpakcus (Y TAIACHTKA
HET OpaJibHOM anpakCcuu);

* HapyueHue nogmopenus c108 (OTIENbHBIE CIOBA TIOBTOPSIET
YBEPEHHO);

* anekcus, aepagus (TaHHbIE CUMITOMBI U aKaJbKYJIHUs SPKO
BBIPAXKEHBI).

Ha panneii cmaduu umeem mecmo nOHUMAHUE 3HAYEHUS CN08
(moHMMaeT obpalleHHYI0 peyb U Yepe3 6 JieT 3aboneBaHus);
Ha no3oueli cmaduu pazeusaemcs mymusm (OTCYTCTBYET).

Ha panneii cmaduu coxpansiiomes éce coyuansiole Hasviku. T1a-
LEHTKA JIUTEIbHOE BPEMS COXpaHsIa COLMANbHbIE HABBIKM,
JI0 CUX [IOp HE UCTIBITBIBAET TPYHOCTE! B PACTIO3HABAHUM JIULI.
[pu 3TOM MalMeHTKa OCO3HAET CBOIM Ae(eKT, paccTpauBaeT-
CS UM UCIBITBIBAET CMYILEHUE, BCEra Y3HAET Bpaya, IIOMHUT U
CBOWM aHaMHe3, U Kakue 00Ce0BaHUS TPOXOMIa HaKaHyHe,
AKTUBHO MHTEPECYETCS MX PE3Y/IbTaTaMM, YETKO CJICIMT 3 IPU-
€MOM Ha3Ha4YeHHOIi Tepamuu. Bcerna onpsiTHO ozerta, yxoxe-
Ha. DIM30IMYECKAs IaMSITh COXpaHEHA.

Ha no3dneii cmaduu nauunaemcs nposgieHue noeoeH4ecKoll
gopmor JIBJ]. 3amanust medexTonora maldeHTKa JOMa BBITTON-
HSATb He cTaja, 0e3bIHUIIMATUBHA M HECKOJIBKO Oe3pasinyHa
K Omu3kuM. [1o rocrmTanbHOlM IIKajie TPEBOTU U IETpecCUH
MaTOJOTMU He BbisABIeHO. CI0XMIOCH BIIEYaTIEHUE O CHIXKE-
HUY KPUTHKH K CBOEMY 3a00JIeBaHUIO.

Ha no3oueii cmaduu gviseasiomes:

* NpU HEBPOAOUMECKOM OCMOMpe — A00Hble CUMNMOMbL, 2UnO-
KuHesus, pueudrnocms, mpemop (MMeeTcs c1abo BbIpaxkeHHast
PUTUIHOCTD, aXeUPOKUHE3);

* NpU HelPoNCUX0102U4ecKOM Mecmupoganuy — cHuyceHue Oee-
A0CMU pedul, 8bIPAYNCEHHOE CHUNCEHUE Pereaoil AKMUBHOCTU,

* COXPAHHOCMb MHECMUMEeCKUX U 3PUMenbHO-npoCMpaHcmeeH-
HblX QyHKyuli (MMeeTcsl HapyllleHUe U 3pUTETbHO-IPOCTPaH-
CTBEHHBIX (DYHKILIMIA);

* npu uHcmpymenmanvHoli duaerHocmuke Ha DII eviseasemcs
Unu HOpMA, UAU GCUMMEMPUHHAS Me0AeHHOBONHOBAS AKMUB-
Hocmb (u3MeHeHust Ha OBI He BbISIBAEHBI, HO KIMHUYECKU
HaOJTI0IaTMCh TIPOCTHIE APLATbHbIE TIPUTIANKN );

* no daunvim MPT, xapaxmeprst ampogus 3a0nux omoenos 100-
HOIl 00AU U BUCO4HOLI 004U NPEUMYUECIBEHHO 168020 NOAYUIA-
pust (HET MEXIIONYIIapHON acMMMeTpUM, aTpodusl Bcex J10-
JIeii TOJIOBHOTO MO3Ta).

JI71st manmeHToB ¢ mporpeccupyomieit adasueit mpu JIB/ He-
KOTOPbIM 0OJIerYEHMEeM MOXeT cTaTh MeHue. B aTom ciydae
3HAYUTETBHO COKPAIIAeTCs BpeMs ITOMCKA CI0BA, YIyUIIacTCs
IPaMOTHOCTD npousHoueHus [17]. Yepes mecsll mocie Hava-
Jla Tepanuy MalKMeHTKa ¢ BOCTOProM ckasana: «f cHoBa moio!
Y Mens nmomyyaetcs!».

B nanHOM ciyyae Hammuue anmpakcuy U YaCTUYHOTO JIEBOCTO-
POHHETO HerJieKTa HaMH OLIEHUBAETCS KaK KOPTUKOOA3aIbHbII
CUHJPOM, UTO COIJIacyeTcsl ¢ JaHHBbIMU jJuTepatypsl [18, 19].
Y NalMeHTKU OTCYTCTBYIOT OpajibHasi ampakcusi, (heHOMeH
«IyXOi» PYKH, TUCTOHMSI KOHEYHOCTEl, MUOKIIOHYCHI, aCHM-
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METPHYHBIA MapKUHCOHM3M. [103TOMYy MaToBEpOSITHO, UTO 3TO
KOPTUKOOAa3aibHasl IereHepallusl.

CrefyeT yYUTBIBATh, YTO HEBBIIOJHEHHME 3alaHMI 110 OLICHKE
MaMsITU B HEHPOIMCUXOJOTMYECKUX TECTaX MOXET ObITh 00Y-
cnopieHo adasueit. [ToaToMy rpu OBTOPHOM 00C/IEJOBAaHUH
MBI UCTIOJIb30BAIA B TOM YMCJIE TECThI HA 3PUTEIbHYIO MaMSITh
(3amoMuHaHWe KapTWHOK). [lalnmeHTKe ymanoch 3alOMHUTH
YeThIpe CJIOBA.

OTcyTcTBUE YeTKOM KpUTEepUaNbHON aHAJOTUU M Crieludu-
YECKMX MapKepoB JUISl IPYKM3HEHHO!N MOCTAHOBKY JMarHO3a
JIBJI mpemycMaTpuBaeT mpoBeneHne muddepeHInaaIbHOro Iu-
arHo3a c joroneHuyeckoit popmoii bA [4]. TTomoOHbIe cyyau
omucansl B quteparype [17, 18, 20—22]. ITpoBeneHa olieHKa
CHMIITOMOB TMAlMEHTKU M0 KPUTEPUSIM IUATHOCTUKM JIOTOIIe-
HUYECKOTO BapMaHTa Tporpeccupylonieil adazuu (Kputepuu B
TEeKCTe BbIIeIeHBI KypcuBoM) [21].

K katoueswim npusnaxam omuocames:

* mpyOHOCMU NOUCKA CA08 KAK 8 CHOHMAHHOU peyu, maK u npu
HA3bI8AHUY NPedMemo8 (SIPKO BHIPAXEHO Y TTAIMEHTKH);

* 3ampyOHeHUs nPU NOBMOPEHUU CA08 U npedrodceHull (OTEb-
HBIE CJIOBA MIOBTOPSIET XOPOIIIO).

OcHosHbie NPUBHAKU:

* (hoHemuueckue ouubOKU 6 CHOHMAHHOI peuu U HA3bI8AHUY Nped-
Mmemog (UMeeTcs);

COXPAHHOCMb NOHUMAHUS OMOEABHBIX CA08 U 3HAUeHUI npeoMe-
mog (XOpOILOo TIOHUMAET 00OPalIEHHYIO Peub);
OMHOCUMENbHASL COXPAHHOCHb peyvegoll npodykuuu (pedb 3a-
TpYOHEHA M3-3a MPobsieM B TIOA00pe U MPOU3HECCHUN KOH-
KpPETHOTO CJIOBA);

omcymcemeue aepammamusmog (IMeeTcst);

ampoghus 3a0Hux 0maen08 100HOIL U meMeHHOI 004U npeumyule-
cmeeHHo 1e6020 noayuiapus no dawnoim MPT 20106H020 Mo32a
(HeT MEXITOIyIIapHON acCMMMETPHH, aTpodusd BCeX HOJeit
T'OJIOBHOTO MO3Ta);

eunonephysus 6 3a0HUX omoeaax A00HoI u memeHHol doell ae-
6020 NOAYwapus No OGHHbIM 0OHOMOMOHHOU IMUCCUOHHOT Ul
HO3UMPOHHO-IMUCCUOHHOU moMoepaduu (HET MEXIIomyIap-
HOIl acMMMeTpuU, ruronep@ysus Bcex HOoJNeH TONOBHOTO
MO3ra, B MeHbLIEH CTeNeH — JIOOHOIA).

Takum 00pa3oM, He BbI3bIBACT COMHEHMS HalWuue Helpome-
TeHepPaTUBHOTO 3a00JIEBaHUS C Pa3BUTHEM NTEMEHIIUM C TIpe-
MMYIIECTBEHHBIM MPOSIBICHUEM PEYEBbIX HAPYIIEHUIA, OAHAKO
(hopMyITMpOBKA TOYHOTO TUArHO3a 3aTPyIHUTEIbHA. MBI CKITO-
HSEMCSl K IMArHO3y MEepPBUYHOI Iporpeccupylomieii adasuu,
KoTopast MoxeT uMmeTh Mecto u nipu JIB/I, u nmpu BA [2]. Tem
0oJiee YTO HA OCHOBAHMHU KJIMHMYECKUX IPOSIBJICHUI TPYIHO
MpoBOAUTD MM dEpeHIIMATBHBIN IUarHO3 0e3 CreupIecKo-
0 TIO3UTPOHHO-3MUCCUOHHOTO TOMOTPaUIECKOTO MCCIIEno-
BaHUS WK Celn(UYECKOro aHAI13a JIMKBOPA.

B 3axmoueHMe HECKOIBKO CJIOB O IIPOBOAMMON TepaITHH.
Hamu Ha3HayeHbl MHTMOUTOPHI alleTUIXOJMHACTEpa3bl. Bu-
IUMBIA 3G dexT HacTynua yxe yepe3 4 nH4. [TanureHTKa OT-
METuJIa, YTO CMOTJIa BHITOBAPMBATh CJIOBA, KOTOPHIE TaBHO HE
MOTIJIa TPOU3HOCUTD. B TuTepaType mpuBOASTCS MPOTUBOpE-
YUBBIC MHEHHUS 00 3(DPEeKTUBHOCTH IIPenapaToB 3TOI IPYII-
nbl npu geyenun JIBJ [23, 24]. BropbsiM mpemapaTtoM, Ha-
3HAYEeHHBIM IJIS ITUTEIbHOTO IPUMEHEHMSI, CTAaJl MCMaHTHH.
N3BecTHO, YTO MEMaHTHUH M UHTMOUTOPHI alleTUIXOJUHICTE-
pa3bl He MMET (apMaKOKMHETUYECKUX B3aMMOJECTBUIA
M He TOTeHUUPYIOT NmobouHble 3DdeKxThl Apyr apyra [25].
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Ha ¢one npumeHennss MeMaHTHHA B 103¢ 20 Mr/cyT y ma-
LUEHTKH MPOU3OIILIN HEKOTOPbIE YAYUIIEHUS KOTHUTUBHBIX
(YHKLHUI, 4YTO COOTBETCTBYET JaHHBIM JTUTEPATYPHI [26—28].
Bmecre ¢ Tem yayulneHus ObLIM HEBENUKHU, OOHAKO CTaOM-
JIM3alMsl COCTOSIHMSI HE BBI3BIBAET COMHEHMI. DTO TakXe
COOTHOCHTCSI C HaHHBIMHU JuTepatyphl [29]. IIpoBomutcs
KOpPEKLKs ypoBHs BUTaMuHa D,. TTalueHTKe Ha3HaY€eH BO-
nopacTBopuMBIiA Tipenapat B go3e 20 000 ME B Henenmio Ha
2 Mec C AaJbHEHIIMM KOHTPOJIEM U KOPPEKIIMEN T03UPOBKHU.
CyIiecTBYIOT JaHHHIE, 9TO Ae(HUIUT BUTaMHHA D He TOJTBKO
ACCOILIMMPOBAH C PUCKOM Pa3BUTHS OCTEONOPO3a U Iepesio-
MOB, HO U SIBJIsIeTCS (haKTOPOM pUCKa OHKoJoruyeckux [30,
31], cepmeuHo-cocyaucThiX [31], ayTOMMMYHHBIX 3ab0JeBa-
Huit [32], nemenuuu [33].
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HeiiponereHepaTuBHEBIE 3a00J¢BaHNS, KOTOPBIE ACOIOTHPYIOT
B OTHOCHMTEIHLHO MOJIOAOM BO3PACTe ¢ KOTHUTMBHBIX CUMIITO-
MOB, JOCTaTOYHO PEIKO BCTPEUAIOTCS B KITMHUYECKOM TIPAKTH-
Ke. OMHAaKO Y KIMHUIUCTA JOJDKHA OBITh HACTOPOKEHHOCTD IIPH
BBICTABJICHUHU JMAarHo3a COMaTo(OPMHOTO PacCTPOMCTBA, TeM
0osee TIpu He3(PPEKTUBHOCTY HAa3HAUYCHHOU Tepamuu. bymer
ropasio HajieXHee, eCM B MOBCEAHEBHON MPAKTUKE MOSBUTCS
BO3MOXHOCTh JJAOOPaTOPHO-UHCTPYMEHTAIBHOM JATHOCTHKY
Ha paHHUX 3Tamax BISIBICHUS KOTHUTUBHBIX HApYLIEHHIA.
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IX Beepoccuifexan Kondeepenumsn
0 KAAHWHECKDR MEMDCTAZMONONIAN W

ObeIMHEHHBIN MEXIYHApOIHEI KoHTpecc «Con-

gress on Open Issues in Thrombosis and Hemostasis

coBMmecTHO ¢ [X Bcepoccuiickoil KoH(epeHMe

M0 KJIMHIMYECKOW TeMOCTa3MOJIOTHH M TeMOpPEeo-

gorum» (COITH-2018) mpomten ¢ 4 mo 6 okTd-
ops 2018 . B Cankr-IletepOypre mon srumoii EBporreiickoii
n CpennszeMHOMOPCKOM JIUTH TPOTUB TPOMOOIMOOINUECKIX
pacctpoiicts (EMLTD) npu moagepxke MexmyHapoJHOTO
obmiectBa ¢pubprHoMM3a U mporeoausa (ISFP) u Esponeiicko-
T'0 00IIECTBA IO KITMHIMIECKOM TeMOPEOJIOTHI M MUKPOIIMPKY-
s (ESCHM). B pabote 3100 MacImtabHOTO MepOIpusi-
TUS IpUHSIN yyacTe 0Koso 1000 pocCHiicKUX U 3apy0OeskHBIX
TIPENCTABUTENIEH PAa3IMYHBIX MEIUIMHCKUX CIIEIUaTbHOC-
Tell — Kak ¢ JOKJagaMu, TaK ¥ B AUCKYCCUSIX MO (yHIaMeH-
TaJIbHBIM W KIMHUYECKMM MpoOieMaM TPOoMOO30B M KPOBO-
TeYCHUII B OHKOJOTMM M OHKOT€MATOJIOTUH, HEBPOJIOTUH,
AHECTe3MOJIOTUM ¥ PeaHMMaTOJIOTMU, TeMATOJOTUM U APYIUX
00J1aCTAX MPAKTUIECKON METUIIMHBL

Bce Tpu nHS Hapsiny ¢ akKTUBHOM HayyHOI MpOrpaMMoii Iiia
paboTa OTpacyieBoii BHICTABKM, B paMKaX KOTOPOI CBOM pa3-
paboTKU MpeAcTaBuIu (papMalleBTUUECKe KOMIAHUM U TTPO-
M3BOAUTENN AUATHOCTUYECKOTO U JIeYeOHOro 000pydOBaHMSI.
B pexxume XuBoro 1uaaora OHU He TOJIBKO MPeICTaBIsIN CBOKO
MpoayKuuio yyacTHrKaM KoHrpecca, Ho ¥ 0TBeyaii Ha BOTIPO-
CHI CIIEIMAIMCTOB, YTOYHSIM HIOAHCHI Pa0OTHI C IPUOOpAMHU.

SBnsasch coopranuzaropom Konrpecca, HayuHblii 1ieHTp HeB-
POJIOTUH TIPOBEN HayyHylo ceccuio «Ipombo3 M remoctas y
HEBPOJIOTUYCCKUX OOJBHBIX C COMYTCTBYIOIIMMHU 3a00jIeBa-
HUSIMH», MOJepaTtopaMKd KOTOpOH BBICTYIWIM Ipodeccop
M.M. Tanamsx (PI'BHY HITH) u npodeccop A.B. Bapnansn
(xadenpa xupypru ®I'bOY 1110 PMAHIIO).

C poknanom «OxupeHune, MeTab0IMYECKUIT CUHAPOM U TPOM-
003» Boictynuaa T. Padro (Mcnanust), pyKoBOgUTEb TPYIIIIbI
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OMoMapKepoB U KapAMOBACKY/ISIPHBIX 3a00meBaHmii [ocrTas
Sant Pau B bapcenone. B oobemHoMm coobmenuu T. Padro or-
pasuiia O0IIMe TaToreHeTHIEeCKUe (PyHIaMEHTAbHBIC aCTIEKTHI
Pa3BUTHSL U IPOrPECCUPOBAHUSA METAbOIMYECKOTO CMHIPOMA,
€ro BIMSIHUS Ha Pa3BUTHE U IMPOrPECCMPOBAHME aTePOCKIEPO-
3a. OcoOBIif aKIIEHT B BBICTYILICHMM OBLT CIeNaH Ha M3MEHe-
HUSX B 00J1aCTH TeMOPEOJIOTMU 1 FeMOCTa3a MpU HapyIIEHUSIX
VIJIEBOOHOTO M JIMITAAHOTO OOMEHA M BO3MOXHEIX ITYTAX MX
KOPPEKLIUH.

[Ipodeccop M. M. TanaisH B cBoeM BBICTYIUIEHUU «IeMopeo-
JIOTUSI ¥ TeMOCTa3 MpH LepeOPOBaCKYISIPHBIX 3a001eBaHUSIX HA
(oHe meTabomMuecKoro CMHAPOMa» OTMETHJIA, YTO HAJM4ue
1IepeOPOBACKY/ISIPHON TATOJNOTUM COMPOBOXIACTCS TU3PETy-
JIIMEN TeMOpeooTMM M TeMOCTas3a, a Takxke AUCHYHKIuMen
SHIOTENUS COCYTUCTOIN CTEHKM, TPOSBISIONINXCS B TIOBBIIIC-
HUM CBEPTHIBAIOIIMX U ACHPECCUU MPOTUBOCBEPTHIBAIOLIMX U
(bMOPHUHONMUTHIECKUX CBOMCTB KPOBH, YMECHBIICHNH aTPOMOO-
TeHHOTO pe3epBa COCYAUCTON CTEHKH, CYIIECTBEHHOM YXYIIIIe-
HUK TeMOPEOJIOTIIECKUX CBOMCTB M HApYLIEHUH PEAKTUBHOCTH
KJIETOK KPOBU U cOCyAUCTO# creHKU. [Ipu 3TOM MeTaboauye-
CKUI1 CHHIPOM SIBJISIETCS BaXKHBIM TTYCKOBBIM M OTSTOINAIOIIM
MOMEHTOM CIBHTa PABHOBECHUS CHCTEMBI F€MOCTa3a B CTOPOHY
MPOTPOMOOT€HHOCTH.

B moxnagax n.M.H. JI.A. lllenankesuu «BropuuHas npoduiak-
THKA UIIeMUIECKOTO MHCYJIBTA Y OOJBHBIX CaXapHBIM JHa0eTOM
2-ro Tuna: (hoKyc Ha KOpPeKIIUIO TeMOPEOJIOTMIECKIX HapyIIe-
Huit» 1 K.M.H. K.B. AHToHOBOI1 «CHrcTemMa reMocTasa y nauu-
€HTOB C I1epeOPOBACKY/IIPHBIMHU 3200 I€BAHUSAMM U CaXapHBIM
JI1abeToM 2-ro THUIa» OTMEUEHO, UTO caXapHbIil TuabeT sIBs-
eTCsl BaXXHBIM (PaKTOPOM Pa3BUTUS OCTPOMl M XPOHMYECCKOIA
LepeOPOBACKY/IAPHON MaToIoruy. [UIepriMKeMus, UHCY/IM-
HOPE3UCTEHTHOCTh M CONYTCTBYIOIIAS €if THITepUHCYTMHEMIUS
IpH CaXxapHOM Auabere 2-ro TUIIA CIY:KAT OCHOBHBIMHU MeXa-
HU3MaMU, TIPUBOISIIMMU K YCKOPEHUIO TIPOLIECCOB MIOBPEXIE-
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HUS COCYIUCTON CTEHKHM, aTepOreHe3a 1 BHI3BIBAIOIIIIMU TPOM-
Ooodunnueckue coctosiHus. HapyiieHus yrieBogHoro ooMeHa
TIPUBOAT K IIOBBIIIEHHOMY ITMKHPOBAHIIO MEMOPAHHBIX ITPO-
TEVMHOB KJIETOK KPOBH, YBEJIMYEHUIO CIOCOOHOCTH TPOMOO-
LUTOB K arperaiyy, yrHeTeHWo (pUOPMHOIM3A Y TIALMEHTOB
¢ 1epedpoBacKyISIPHBIMU 3a00J1€BaHUSIMM, YTO CITIOCOOCTBYET
MOBBIIIEHUIO TPOMOOTEHHOrO MOTeHIMana KpoBu. Hemaio-
BaKHasl pOJIb HAPYIICHMIA TUITMIHOTO OOMEHa Y TAallUeHTOB C
LepeOPOBACKYISIPHBIMM 3a00JeBaHUAMHU Ha (hOHE caXxapHOTO
nuabeTa 2-ro TUMa noaTBepxaeHa 3PeKTUBHOCTHIO AJTUTE/b-
HOI TepalMy CTaTHHAMY M MX TIO3UTUBHBIM BIUSTHIEM Ha KITH-
HUYECKOE COCTOSTHUE.

B noxnane x.M.H. A.A. [llabanuHoit «OcoO0eHHOCTU reMocTasa
TIPY OCTPBIX HAPYIIEHUSIX MO3TOBOrO KpoBooOparieHus u pH-
HEraTUBHBIX MUEIONpPOIN(GEePaTUBHBIX 3a00ICBAHUIX> OTME-
YeHa PoJib MUEIONPOIN(EePaTUBHEIX 3a00IeBaHMIA B Pa3BUTHI
OCTpPBIX HapyLIEHWIl MO3roBOro KpoBooOpaiueHus. Bricokuii
ypoBeHb (akTopoB cBepThiBaHus VII, XII npu Haubosee yacto
BCTpeYaronieMcsI IMOATHIIC 3TOM MAaTOJIOTHH — MCTUHHOM ITOJH-
LUTEMUM SIBIISIETCS CBUAETEILCTBOM IIPOTPOMOOTEHHOTO COCTO-
ssHUsT KpoBHU. CHIDKeHNMEe aKTUBHOCTH TIPOTUBOCBEPTHIBAIOIIEH
CHCTEMBI, YTHeTeHHe (PMOPUHOIM3A U YBeTMICHIE KOINYeCTBa
(baktopa poH Bunnedpanaa (BaxkHble MapKephl Je3afanTaluu
1 SHIOTEIMATBHON AUCHYHKIINM) Y TAIMEHTOB C MHCYJIETOM
Ha ()OHE UCTUHHOM MOJUIUTEMUH HapSITy C BblllleyKa3aHHBIMU
M3MEHEHUIMH (DaKTOPOB CBEPTHIBAHUSA KPOBU MOTYT HCIIOJb-
30BaTbCsl B KAYECTBE INPOTHOCTUYECKUX MAapKepOB Pa3BUTHS
OCTPBIX HapYIICHUI MO3rOBOTO KPOBOOOPAILICHHSI.

B noxnane x.M.H. O.B. Jlarona «Ontumu3aius HelipomeTa0o-
JIMYECKOI Tepany Tpu 1epeOpPOBACKYIIPHBIX 3a00IeBAHUSIX»
OTpaXeHbl OCHOBHBIC HAIPaBJICHMS JICUCHUS U MPODIIAKTH-
KM COCYIMCTBIX 3a001€BaHuUIl TOMOBHOrO Mo3ra. OmucaH cob-
CTBEHHBbIH OIBIT COYETAHHOIO MPUMEHEHMs MPEnapaToB Te-
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MaHTMOKOPPUTHUPYIOIIETO U HEHPOMETA00INUECKOTO JeHCTBUS
C XOPOIIMM KIMHUYECKUM 3P GHEKTOM MpU pasIuuHbIX (hopmax
MIIEMUYECKOTO MOPaXEHMS MO3Ta.

B meom HeBposormueckas cocrapisiomas Konrpecca mpu-
BJICKJIa JOCTOMHOE BHMMAaHME, CyId IO KOJUYECTBY MPUCYT-
CTBYIOIIMX B 3aJic¢ M TMPHHSBIIMX aKTUBHOE Y4acTHUE B IIC-
Kyccud. bolno mpeanoxeHo MpomoMKUTh MOJOOHBIM (GopMar
HEeWpOreMoCTa3noNOTMYECKMX HAYYHbIX B3aUMOIECTBUIA.

Coobuenue nodeomosuna O.B. Jlazoda
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111 HanmonaibHBIN KOHIpECC
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Il HOUKMOHANBHEIA KOHrpecc

KAPAUO

HEBPOJIOI'nN4

OHEBPONOTHS

oeKBd

KAPIM
gexabpa 2018, M

&l

- apionesponors

&7 aventips 100, Mecsa
6—7 nexadps 2018 r. 8 Mockse cocrosiicst 111 HatmonanbHbli
KoHrpecc «KapnuoHeBposiorusi», BbI3BaBILIUI OOIbLION MHTE-
pec MpaKTUYECKNX Bpayeil, COTPYIHMKOB 00pa30BaTebHBIX U
Hay4YHbIX MEIVLIMHCKUX yupexaeHuit. OpraHuzatopaMu Mepo-
npusitust Beictymnd @TBHY «Hay4Hsif 1IeHTp HEBPOJIOTHN»
u OI'BY «HaunoHanbHbINH METUIIMHCKUT UCCIeI0BATENBCKUI
LEeHTp Kapauonoru» Mun3aapasa P® mpu mommepxke Mu-
HUCTEPCTBA HAYKW U Bbiciero oopasosanus PO, Poccuiickoit
akageMuu HayK. B pabote KoHrpecca npuHsiiu yyactue 6osee
1000 yuactHuKOB 13 55 roponos Poccuu, benapycu, Monnossr,
Tamxkuxucrana, Ykpautsl 1 CIILA.

3a Bpems, npowmenmee ¢ MomeHTa nposeaeHus 11 Konrpecca
«Kapnuonesposorus» B iekadpe 2012 1., B MEAUIIMTHCKOM MUpPe
MIPOM30IIUIO0 HEMAJIO BAXHBIX COOBITUI, 3aTparuBaloONIMX pa3-
JIMYHBIE Cepbl KAPAUOHEBPOJIOTHUH, YTO HALILJIO OTPaKEHUE B
TIOBECTKE IBYXTHEBHOUN paOOTHI.

Orkpeut paboty Konrpecca akamemuk PAH M.A. Tlupanos,
mapektop ®TBHY «Hayunslii nientp HeBponorun». C mpu-
BETCTBEHHBIM CJIOBOM TaKXe BBICTYIIJI WIEH-KOPPECTIOHACHT
PAH C.A. boiinos, mupekrop ®I'BY «HMUWII xapowomorums»
M3 P®. B paMKax rmieHapHO# cecCy OBbUTH 3aCTyIIaHbl JOKJIa-
BT BEAYIMX YICHBIX — HEBPOJIOTOB 1 KapMOJIOTOB, TIPEICTABH-
TeJielt HaydHbIX Ko 1 HalmoHanbHoit accouuanmu no 6opsoe
C MHCYJIBTOM, B KOTOPHIX OBITH OTPaXXeHBI COBPEMEHHEIEC IOCTH-
KeHMS KapIMOHEBPOJIOTHN U HAMEUEHBI TIePCIIEKTHUBEI ¢¢ Jajlb-
HEMI1Iero pa3BUTHSI He TOJbKO KaK HayYHO-UCCIIeA0BATENbCKOTO
HaIpaBJIcHNs, HO M KaK MEIUIITHCKON TMCIMTUINHEL, OPHCHTH-
POBaHHOI Ha IITMPOKOE IMPAKTUYECKOE BHEIPEHME.
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IMporpamma KoHrpecca oTpaxana Bce HarpaBA€HUSI Kapauo-
HeBpOJIOTHU. MeponpusTie OTINYaioch pa3HoobpasueM dhop-
MaToB TI0Aa4y MHGOPMAIMHY: TUICHApHOE 3acelaHne, CUMITO3M-
VMBI, Hay4HBIe CECCHM U MacTep-Kiiacc. Bemymve crienmaancTsl
npeacTaBuin 6onee 160 TOKIamOB B paMKax 5 CUMIIO3MYyMOB 1
16 ceKIIMOHHBIX 3aceqaHMI 110 HaOoJIee aKTYaIbHBIM BOIIPOCAM
HEBPOJIOTH, KapIUOIOTUH U Tepali, aHeCTe3UONIOTUH, pea-
HUMalWUU U peabuInTalyu, GyHKIMOHABHOM U JTy4eBoii auar-
HocThkM. B pamkax KoHrpecca cocTosuich Hay4yHblE CEKIIM-
OHHBIE 3aceTaHMs COBMECTHO ¢ CeKInel «KapmoHeBposiorus»
Poccuiickoro kapauojoruyeckoro obiuectsa, HalumoHaabHbIM
00IIeCTBOM JOKAa3aTeIbHOM (PapMakoTepanuy, HarmmoHaIbHBIM
HayuyHbIM OOLIECTBOM BocmaneHus, PoccuiickuM oOIecTBOM
KapIrnocoMaTHIeCKON peabIMTalii M BTOPUIHOMN TPOhIIaK-
tiKU. Ocoboe BHMMaHUE Ha 3THX 3aceflaHMsIX ObUIO yaeIeHO
TIePBUYHOIM ¥ BTOPUYHOI TIPOPHMITAKTUKE MHCYJIBTA. J0T0KEeHBI
pe3yJIbTaTHl TTOMY/ISSIUOHHBIX MCCIEAOBAHUI M MEXITyHApOaI-
HBIX PETUCTPOB 00JIe3HEN CUCTEMbI KPOBOOOPAILIEHUSI, a TAKKE
TEPPUTOPHUATIBHEIX M POCCUICKMX HAOTIONATETBHBIX MTPOrpaMM
1 perucTpoB. O003HAUEHBI PACTIPOCTPAHEHHOCTh U (PAKTOPHI
prcKa 1epeOpOBACKY/IAPHON M KapOWAIbHON ITAaTONOTHM, aK-
TyaJbHBIE BOIIPOCH CEPIEYHO-COCYIMCTON KOMOPOMTHOCTH.
O00011IEHBI  pe3y/bTaThl COOCTBEHHOTO OIMbITA JIEYeOHO-MPO-
(DMITAKTITIECKOI TIOMOIIH B YCIIOBHSX YUPEKICHUI TIEPBITIHOTO
3BCHA 3IPABOOXPAHEHUS, CIICLUAATUIUPOBAHHON HEOTIOXHOMN
TIOMOIITY OOJIBHBIM C MHCYJIBTOM, HH(MAPKTOM MAOKAp/Ia B PETH-
OHAJIPHBIX COCYIMCTBIX LIeHTpaX. ZKUBEHIIIMii HHTEpEeC BbI3BAIM
JOKJIaNbl, TTOCBAIICHHBIE TPOOJIeMe KPUITTOTGHHOTO MHCYITBTA
1 TIOTCHIMATGHBIM BO3MOXHOCTSIM MHTCPBEHIIMOHHBIX 3HIIO-
BACKYJISIDHBIX BMEIIATENbCTB B MPOGIIAKTAKE TapagoKcalb-
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[1I' HawwoHanbHbiit KOHFpecc «KapavoHesponorus»

Il HALMOHANbHbIN KC}H-"PECC
@ KAPHMOHEBPOHOFMQ

Mockea, 6-7

Aekabpa 2018 rong

HOW 5MOOJMHU, KIMHUYECKMM acleKTaM MapoKCU3MalbHbIX
COCTOSTHUM M HOBBIM TMATHOCTUYECKUM TEXHOJIOTHSM B Kap-
JIMOHEBPOJIOTUY, a TaKXe KapAMOHEBPOJIOTMYECKUM acleKTaM
CMepTH Mo3Ta. TpamuIMOHHO BHUMAHUE OBLIO YAEIEHO TAKUM
COIMAJIbHO 3HAYMMBIM HaTPaBICHUSIM KapAMOHEBPOIOTUU, KaK
LepeOpaibHble OCIOXHEHMST apTepralbHON TMIIEPTOHUM, TIPO-
(bumakTrKa MOBTOPHOTO MHCY/IBTA U peabMIMTaIMs Tal[MeHTOB
C KOMOPOUIHON CepaeuHO-COCYAUCTON MaTONOTHeE.

B pabote cTeHmoBoil ceccun ObLIM mpeacTaBieHbl 40 gokia-
IIOB, TeMaTHKa KOTOPBIX OTIMYalach HAyIHOU HOBM3HOIA, CO-
BPEMEHHBIM TU3aiHOM KCIIOJHEHUS, a TAKKE HECOMHEHHOM
MPAaKTUIECKOI 3HAYMMOCTBIO.

Baxubim coobiTuem 111 HaumonanbsHoro koHrpecca «Kapauo-
HEBPOJIOTUS» CTaJl KOHKYPC MOJIOABIX YICHBIX. B Xtopu KoH-
Kypca BOILUTY BeAYILME CTIELATUCThI B 001aCTH KapaA1OHEBPO-
JIOTMX, KOTOPbIE OTMETUIM aKTyalbHOCTh U HOBU3HY HAyYHBIX
M3bICKAHMI, UCCIeNOBaTENbCKMIA SHTY31a3M Monongxu. [1o-
OemuTesIMU KOHKYypca CTald MOJIofble YueHble u3 JloHelka,
Mockssl 1 BopoHexa.
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[To pe3yasraTtaM paboTHI BLITYLIEH COOPHUK MaTepuanoB KoH-
rpecca.

B 3aBepuieHne paboThl yuacTHUKM KoHrpecca eauHOIYILIHO
OTMETWJIM €r0 BaXXHOCTb U CBOEBPEMEHHOCTb IPOBEACHMSI.
BrI10 MOmUepKHYTO, YTO KOJUICTHATIBHBINA TPYN W IIHPOKOE
00CyXIeHUe Pe3yabTaTOB pabOThl, TEXHOJOTUYECKOTO U pea-
OMIUTAIIMOHHOTO TPOTPecca B paMKax HayYHBIX MEPOTIPUSi-
THH TOMOTYT TOOUTHCS PEUICHUS Te€X TPAHIMO3HBIX M HEOT-
JIOXHBIX 337124, KOTOPBIE CETOTHS CTOST Mepell MEAUIIMHCKUM
COOOIECTBOM M HAmpaBjieHbl Ha MOBHIIIEHWE KadyecTBa U
MPOAOJIKUTEIbHOCTH XKU3HU poccustH. 1o utoram 111 Hauu-
OHAJIBHOTO KoHTrpecca «KapanoHeBpoaorus» ObLI0 BBIHECEHO
MOCTaHOBJIEHUE 00 aKTYyaJbHOCTH U BOCTPEOOBAHHOCTHU CO-
CTOSIBIIETOCS MEPOTIPUSATUSI U HEOOXOMIUMOCTH TPOBENCHUS
OYepemHBIX OOIIeHAIIMOHATBHBIX KapIHOHEBPOJOTMIECKUX
(hopymoB B OyayLIeM.

Coobuienue nodeomosunu
A.B. Qonaxun, J1.A. Iepackuna, 1.1. KOcynosa
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KondpepeHuus
«MoO3r 1 HEeMPOTEXHOJIOTUU:
OT PYHOAMEHTAJIbHBIX
UCCJICOIOBAHUU K KIIMHUKE»

20-21 nexabpsa 2018 r. B Ortmene mccinenoBaHus mosra Ha-
VIHOTO IICHTpa HEBPOJIOTUM COCTOSIACH TPaTUIIMOHHAS
KoH(pepeHIsT B obmacTd (yHIAMEHTANBHBIX M 9KCIIEPHU-
MEHTATbHBIX HEPOHAYK, TOCBSIIEHHAS UICTOPUYECKOMY COOBI-
hIo — 90-7eTHo O THS 00pa30BaHUS CTApPEHIIEro HAyIHOTO
yupexaeHus Halei ctpaHbl — MHCTUTYTa Mo3ra (B HacTosiIee
BpeMs — Otmen MccaenoBaHMi Mo3sra B cocTaBe «HayuHoro
LIEHTPa HEBPOJIOTUI» ).

Ha npoTtsxeHun 1Byx qHEN BeAylIUe OTEYECTBEHHbBIE YUCHbIE
MIPEACTABISUIM B CBOMX TJIEHAPHBIX U CEKLIMOHHBIX JOKJIagax
Hau0oJiee 3HAUMMbIE CTpaTeTMUeCcKue HalpaBleHUs B pa3BHU-
THU HelipoMopdosoruu, HelpolUUTOIOTM, UMMYHOTUCTO-
XMMWM, SKCTIEPUMEHTATbHOM MaTOJOTMM HEPBHOW CUCTEMBI,
HENpOPU3NOJIOTUN, HENPOTEHETUKY, SBOTIOLIMOHHON OMOJI0-
T'MU Mo3ra. XapakTepHOi 0COOEHHOCTbIO KOH(DEPEHIIMH CTaIO0
00CY:XIeHMe MHOTHMX pa3ie/ioB KIMHUYECKON HEBPOJOTUU U
HeNpoOXUPYprum, Haubosee IPKO TEMOHCTPUPYIOIIMX BO3MOX-
HOCTH TPaHCJSALMU Pe3yIbTaTOB (PyHIAMEHTATbHBIX UCCIEN0-

-
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BaHMIi B MpaKTUKy. B moknagax Obla Takke OTpaxKeHa poJjib
Kopudees, paboTapiiux B creHax MHcTUTyTa Mo3ra: C.A. Cap-
kucoBa, U.H. ®unmmmonosa, O.C. Anpuanosa, E.I1. Kono-
HoBoii, I M. [Tonskosa, B.B. ITopryranosa, H.H. borosemno-
Ba, M.B. BuktopoBa, b.H. Knocosckoro, H.H. JliobumoBa
Y MHOTHUX IPYTUX B Pa3BUTHU HOBHIX HaIIpaBICHUH B HayKax
0 Mo3re.

B mpHu cnaBHOTO 100MI€I0 YYaCTHUKY KOH(EPEHLIMU MOTJIM 110~
3HaKOMMTBCS C OOHOBJIEHHBIMU 3KCMO3ULMSIMU Mysest 3BO-
molmu Mo3ra 1 [TaHTeoHa Mo3ra, OLIEHUTh BHICOKUI YPOBEHb
MTOCTEPHOM CECCUU, TIPUHSATH YYACTHE B BHICTABKE M MHOTOYHC-
JIEHHBIX HAayYHBIX JUCKYCCUSIX B 00J1aCTH HEMPOHAYK U HEHpo-
TEXHOJIOTUIA.

K 1o6uneto MuctuTyTa Mo3ra (Otaena MccleqoBaHWiA MO3ra)
ObLTa BRIMYIIEHa KHUTA 00 MCTOPUH, CeTOTHSIIIHEM JHE U Ha-
YYHBIX JOCTIKEHMSIX 3TOTO 3aMeYaTeIbHOTO TBOPYECKOTO KOJ-
JIEKTHBA.

WHCTHUTYT MO3rA -
OTOEN MCCNEQOBAHMA MO3TA
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