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BBEJIEHUE. HCTOPHYECKAS CIIPABKA

Paccesanniit ckiepo3 (PC) — xpoHumdeckoe 3abojieBaHHE IIEHTPAIbHOM
HepBHoii cucteMsl (ILTHC), xapakTepusyroieecs: pa3BUTHEM JUCCEMEHUPOBAHHBIX BO
BpEMEHHM W B TMPOCTPAHCTBE OYaroB BOCHAIUTEIBHOM JIEMHEIMHU3ALNN U
aTpoUUECKMX  HU3MEHEHHUM, YTO KIUHUYECKH  TPOSBISICTCA  Pa3IMIHBIMU
HEBPOJOTMUECKUMH  HApYIICHUSIMH C  BOBJICUEHHUEM  MPAKTUYECKH  BCEX
(YHKIIMOHATBHBIX CUCTEM HEPBHOW CUCTEMBI.

Ha nHavanpHBIX cTamgmsax i HaubOojiee pacmpocTpaHeHHoro BapuaHta PC
(peuuANBUPYIOLIEC-PEMUTTUPYIONIETO)  XapaKTepHO  BOJHOOOpAa3HOE  TEUYCHHE
3a007€BaHUsl C OOOCTPEHUSIMH W PEMHUCCUSIMHU, B TMOCIEAYIOIIEM TEYeHUEe, Kak
MPaBUIIO, CMEHSAETCS Ha HEYKIOHHO MPOrPECCUPYIOIEe C pPa3BUTHUEM TSKENON
WHBAJWIU3AMH O0JIFHOTO M COIIMAIbHO-OBITOBOM JI€3a1anTalluei.

PC OTHOCST K rpyIIie JNEMUEIIMHU3UPYIOLIHAX 3a00J€eBaHMH,
MOP(OJIOTUYECKYI0 OCHOBY KOTOPBIX COCTaBJISIET MOpa)KeHHE Oeoro BellecTBa
IIEHTPAJTbHOM HEPBHOW CHCTEMBI BCJEICTBHE IMOBPEKISCHUS OJUTOJCHIPOIIUTOB H

00pa30BaHHON UM MHUEIMHOBOI 000710UKH (PUCYHOK 1).

OnwvrogeHgpount

/ 2 INVy ~— " ~ M
)

M'mbenb oceBoro uMnNUHApa

\ PemunennHnzauus
HopwmanbHbIn MoepexaeHue BocnaneHune n fas N\ NN
MWENVH MUenuHa JeMmnenmHmsauus

Pucynoxk 1: CxemMaTuueckuii mporecc NOBPEKICHUS U BOCCTAHOBJIEHUS] MUEJIMHOBOU




o6omoukn LTHC.

Cpenu neMUETMHU3UPYIOMUX 3a00I€BaHUM BBIICIAIOT ABE OOJIBIINE TPYIIIbI:
MUEIIUHONATUM — HACIEJCTBEHHBbIE 00JIe3HHU, OOYCIOBJIEHHBIE T'€HETUYECKHU
JNETEPMUHUPOBAHHBIMU JIeEKTaMU 3aKIaJKA U PA3BUTHUS MUEITUHOBBIX CTPYKTYD,
KOTOpBIE BKJIIOYAIOT OOIIUPHYIO TPYIIY JEUKOAUCTPOPUI U CXOXKUX HO3Z0JOTHH, U
MUEIUHOKJIACTUU —  OOJIe3HW, XapaKTepU3ylolHUecs  pa3pylICHUEM  yxKe
CUHTE3UPOBAHHOT'O MHUEJIMHA MO/ ICUCTBUEM TE€X WJIU UHBIX MATOTEHHBIX (PaKTOPOB.

[lopaxkenus Oenoro BellecTBa MOPH  MHUEIHMHOKIACTUSAX MOTYT  OBITh
00yCIIOBJIEHbI MHOXECTBOM JTHOJIOTMYECKUX (PAKTOPOB — TOKCUYECKUMU H
MeTa00INYECKUMU, TPABMAaTUYECKUMU, TUIMOKCUYECKU-UIIEMUYECKUMU U Jp. [Van
der Knaap M., Valk J., 2005]. Ogny u3 Hanbojee 3HaUYUMbIX MOJATPYIIN 3aHUMAIOT
HEUH(EKIIMOHHbIE  BOCIAJUTEIbHbIE  3a00JieBaHUs,  TaKKe  Ha3bIBaEMbIe
UIMONIATUYECKUMU JEMUETUHU3UPYIOIUMH 3a00JIEBaHUSIMU, U3 KOTOPBIX, B CBOIO
ouepe/lb, Hauboee paCIPOCTPAHEHHBIM U MPAKTUYECKH 3HAUUMBIM siBJsieTcst PC.

Panee momaramu, wuyro PC  xapakrepusyercs  NpeUMYyLIECTBEHHBIM
nemuenuHusupyomuM nopaxenueM {HC. B Hactosimiee Bpemsi NMPUHATO CUUTATH,
YTO yX€ Ha pPaHHUX CTaAusAX OOJE3HU NPOUCXOIUT MOBPEKICHUE HE TOJIBKO
MHUEJIMHOBOM O0O0JIOUKH, HO U OCEBOT0 IIWIMHApPA HEPBHBIX BOJIOKOH, mo3Tomy PC
MpaBUJIbHEE paccMaTpuBaTh Kak JIEMUEITMHU3UPYIOIIEe-IereHEPAaTUBHOE
3aboneBanue. B OONBIIMHCTBE Clly4aeB BOCHANIUTENIbHASI aKTUBHOCTh COXpaHsETCs Ha
MNPOTSIKEHUU BCEW KU3HU OOJIBHOTO, YTO MOJTBEPKIACTCS TMOSBICHHEM HOBBIX
OYaroB JIeMHUENMHU3AMU. B ToXke BpeMs Ha pa3BEepPHYTHIX CTaIUSIX BEIyIlee
3HaYeHUE MPUOOPETAIOT MPOolecChl HEWPOAETeHEePAINHU, KIMHUYECKUM OTPaKeHHEM
KOTOpOit SBJISIETCS MIPOTpeCCUpyoIIee HapacTaHue HEBPOJIOTHUECKOU
cumnromatuku, a Ha MPT — mHapacrtatomas atpodusi U yMmeHbllIeHHE oObema
rosioBHoro mo3ra [Hartung H-P., Aktas O., Menge T., Kieseier B.C., 2014] (pucyHox
2). C yderom TOro, uro 3abojeBaHMe HauOoyiee PACHPOCTPAHEHO CPEau JIUI]
MOJIOZOro U TpyaocnocoOHoro Bo3pacta PC mpencrasisier 00JbHOE COLMAIBHOE U

9KOHOMHYCCKOC 3HAUCHHUC, IIPHHOCA CKEIOAHO OI'POMHBIC q)HHaHCOBBIC Y6BITKI/I,




CBJA3AaHHBIC KaK C HOTCprI CITIOCOOHOCTH [MalqMCHTOB COXPAaHATH CBOIO TPYAOBYIO
ACATCIIPHOCTD, TaK U C HCO6XOI[I/IMOCTI/I MMPOBOANUTL UM PCTYJIAPHOC JOPOTrOCTOSAIINC

JIeYEHUE U peabuInTaIUIO.

BocnanexHue HenpogereHepauuns
| Gd+ ovaru | | Atpodms |
[ O6ocTtpenue | | MporpeccuposaHue |

1o

| Pemutupytowmin PC | [ Mporpeccupytowmii PC |

Pucynoxk 2. C coBpemMenHOM TOuku 3peHusi PC — He TOJIBKO ayTOMMMYHHOE

BOCIMAJIUTENILHOE, HO U HEHPOIeTeHepaTUBHOE 3a00IEeBaHME.

Cnyuan, manomunaromuecs PC, u3zBectHsl oueHb gaBHO. Tak, T.J. Murray
(2005) mpuBOIUT psAJl OMUCAHUM CYOBEKTOB M3 JIETOMUCEW M MPOYMX HUCTOYHUKOB,
OTHOCSIIIIMXCS K MepuogaM cpelHeBeKOBbsi U1 HOBOro BpeMeHH, CTpaaBIIUX KaKUM
To XxpoHudeckum 3adoneBanueM [[HC, koTopoe XxapakTepu3oBajioCh 4YepeOBAHUEM
MEePUOAOB  TOSIBIICHUS  Pa3HOOOpa3HbIX  CHUMITOMOB CO  CTOPOHBI  TJias,
[N1a30ABUTATEIbHBIX  CTPYKTYp,  UYBCTBUTEJIBHOCTH, JBUTATEIbHONM  cdepsl.
[TonoOHble HapylIeHUsT MOTJIM MOJHOCTHIO WM YAaCTUYHO HCYe3aTh, HO 3aTeM
BO3HHUKAaTh BHOBb, B KOHEUYHOM MTOT€ MPHUBOAS K IOJHOM 00€3IBMKEHHOCTH
cyOBpekTa u/uinm ero cMepT. HecMoTpsi Ha SIBHYIO CXOKECTh MOAOOHBIX CIIy4aeB C

KJIACCUYECKUM PEUUANBHUPYIOLIE-PEMUTUPYIOIIUM PC, OJTHO3HAYHAas
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HO30JIOTHYCCKass MHTCPIIPCTALNA HOI[O6HBIX OHHC&HHﬁ, KOHCYHO K€, HCBO3MOXHA,

TeM 0OoJiee M3BECTHO MHOXKECTBO HCBPOJIOTHYCCKUX 3a00JIEeBaHUI C aHAJOTHMYHBIM

NI UACHTUYHBIM PC tunom TeueHus.

HCXOI{SI N3 3TOIr0, HPHUHATO CUHUTATb, YTO OJHO M3 IICPBLIX MCIHMIMHCKHUX

onucanuii PC, mo Bceil BUIUMOCTH, MPUHAMICKUT Mpodeccopy MaTOIOTUYECKOU

anaromuu Pobepty Kapcemny (R. Carswell, 1793—1857), koTopblii 3apucoOBbIBAI B

OBETC ACMOHCTPHUPYCMbBIC HA 3aHATUAX AHATOMHUYCCKHUEC U HaTOMOp(l)OJ'IOFI/I‘IeCKI/IC

npenapatbl. Ero pucynku B nanbHeiimem (1837) Oblmu u3naHbl B BUJE aTjiaca

(pucyHok 3).

Ny |

Pucynok 3. IIpodeccop natonorndyeckoir anaromun Podept Kapcesemn (R. Carswell,

1793-1857) w HapucoBaHHBIA UM I1BeTHOM pucyHok mpemnapata [[HC c

OECIOPSAI0YHO PACIIONOKESHHBIMHU OJISIIKAMH.

Ha o1HOM W3 3THX PUCYHKOB IMPEICTABICHBI CHUHHOW U MPOJOJTOBATHIA MO3T,

a TakKiKC MOCT MO3ra, Ha IIOBECPXHOCTH KOTOPLIX 3aMCTHBI MHOT'OYMUCIICHHBIC

OecnopsiJOYHO PACHOJIOKEHHbIE OJSIIKA. YKa3aHHbIA MpenapaT ObUT ONUCaH
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Kapcgennom kak «ocoboe 00JIE3HEHHOE COCTOSIHUE CIMHHOIO MO3Ta U BapOJIMEBOTO
MOCTa, COMpOBOXJarolieecss ux arpodueid...». [Ipudnu3uTenbHO B TO K€ Bpems
cxonHoe coctostHue Oblo onucano JKanom Kprosenbe (J. Cruveilhier, 1791-1874)
(pucyHok 4). Onucanue cinyyass otHocuTcs K 1835 r., ogHako myOiauKauus O HEM
Obla He paHee 1841 r. ABTOp man 3a00JI€BaHUIO HAa3BaHUE «CEpPasl I€TE€HEpalus» U
OTMETHJI, YTO /IS HEro XapaKTEPHO MOSBICHUE TOBEPXHOCTHBIX «IATCH» (WA
«OCTPOBKOB») Ha O€JIOM BEIIECTBE, KOTOPbIE PACIPOCTPAHSIOTCS BriIyOb M MHOTIA
€ro MOJTHOCTBIO 3amemaroT («sclerose en taches»): «... 3Ta HOBas TKaHb OTJIUYACTCS
MJIOTHOCTBIO — MHOTO OOJIBINEH, 4eM y CITIMHHOTO Mo3ra. Sl He MOTYy CpaBHUTH €€ C

KaKOH-1100 MHOM IMaTOJIOTHYSCKON TKAHBIO U3 T€X, YTO MHE U3BECTHBI.

Pucynok 4. ®pannysckuii naronoroanaroM JKan Kprosense (J. Cruveilhier, 1791-

1874).

KproBenbe mpuHa iekuT 0€CCIOPHBIA NPUOPUTET B KIMHUYECKOM OINHUCAHUU
PC. ITaumentka Kproenbe, 54-neTHsis KEHIIMHA, B TeueHUe nocieaHux 10 mjer
KU3HM HaxoauBmasics B Canbnerpuepe, ObUla NPAKTHUUYECKH  TMOJHOCTHIO
00€37IBIJKEHA H3-3a «yTpaThl BOJEBOTO KOHTPOJS Haa MbIIaMu» (rpyOsbiil
TeTparnapes), KOTOPbIE «UCIBIThIBATN BIACTHOE BIUSHUE KaKOW-TO HEMPOU3BOJIbHOU

INPUYMHBI, U KOH(IMKT MEXIYy BOJIEW M KaKOW-TO HENPOU3BOJIBHOW NPUUYUHON
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MPUBOJUI K TOSIBICHUIO HEKOOPJIUHUPOBAHHBIX JABUXKEHUM, HAmoaoOue TeX, 4UTo
BO3HUKAIOT Mpu xopee» (1o Bcell BuauMocTu, TpeMop Xosmca). Onucanue
KproBenbe nprumMedarenbHO €lie U TeM, YTO OH 3aJ0JIT0 10 KIACCUYECKUX OMUCAHUIN
(IEeKCOPHBIX MHUPAMUAHBIX CTOMHBIX 3HAKOB OOpaTWi BHUMAaHHE Ha YacTo
BO3HHKaroIee y O0JIbHON BBIPA)KEHHOE CrMOAHKE MMATBLEB CTOII.

B nanbueitimem noapoO6HOE MaTOMOP(OIOTHYECKOE U KIMHUYECKOE OMUCAHUE
PC npusen ®puapux Dpepux (F. Frerichs) B 1849 r., oTmeTuBmIMi Hadano
3a00eBaHusl B MOJOJIOM BO3pacTe, €ro IOCTENEHHOE MPOTrPECCUPOBAHUE C
Yepe0BaHUEM SITM30/I0B O0OCTPEHHI M PEMHUCCHM, MpeodiIagaHue JBUTATEIbHBIX
CUMIITOMOB HaJl CEHCOPHBIMHU, paHbIllE BO3HUKAIOIIEE U 0oJiee BBIPAKEHHOE

MopakeHUEe HWKHUX KOHEUHOCTEH, a TaKkKe Psijl APYTUX 0COOEHHOCTEN (PUCYHOK 5).

Pucynok 5. Hemenkuit knuaunuct @puapux Opepukc (F. Frerichs, 1819-1885)

Tem He MeHee, 3aciyra BbigeneHuss PC B OTHENbHYIO HO30JIOTHIO
npuHaiexut K.M. lllapko (Jean Marten Sharko, 1825-1893), no padoTt kotoporo
3a00neBaHNEe TMpakTU4YecKu He auddepeHuupoBaqd OT CIOHUHHOM CYXOTKH,
CUPUHTOMUEINU U APYrux 3a00JieBaHUN CIHUHHOTO Mo3ra (pucyHok 6). B cepumu
nyonukanuit  1860-1870-x rr. Illapko mnpuBen AeTanbHYIO XapaKTEPUCTUKY
CUMITOMATHKH 51 naToMop¢ooruu CIIUHAJIBHOMU, uepedpanbHOI u

uepedpocnuHaibHOM  ¢opMm  3a0oJjieBaHUsA, OMHUCAT  KJIACCHYECKYH  TpUaay
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pa3BepHyTOM cTamuu 1nepeOpocnuHanbHoi ¢dopmbel PC (HUcTarM, MHTEHIMOHHBIN
TPEeMOp, CKaHAMPOBAaHHAs PeuYb), OTMETUJ OTHOCHUTENIBHYIO COXPAaHHOCTb OCEBBIX
LWIMHAPOB M BbICKa3ajl MPEANOJIOKEHUE 00 SHIOT€HHOM Hpupoae OOJe3HH B

IIPOTUBOBEC I'OCIIOACTBYIOIIEMY TOIAa MHEHHIO 0 BropuuHocTh PC.

Pucynok 6. ®@panuy3ckuii Heponatoior JKan Mapren llapko (Jean Marten Sharko,

1825-1893).

B nuccepranuu yuenuka Illapko Jleomonsaa Oppenmraiina (L. Ordenstain,
1835-1902) B 1862 r. PC Bnepsbie Ob1 qudpepeHunpoBaH OT APOXKATEIBHOIO
napanuya. B dopmupoBaHue KilacCMUYeCKUX NpeAcTaBieHui o cumnromatruke PC
Oonpmiol Bkiax Takke BHecan X. Omnnenxaiim (H. Oppenheim), noapo6HO
OXapaKTEPU30BABIINN CEHCOpPHbIE HApPYUIEHUS TpU JaHHOM 3abosieBanuu; O.A.l.
[rpromnens (E.A.G. Strtimpell), u3yuuBmmii coctosiHue pedaekcoB U 00paTUBILIHMA
BHUMAaHHE HAa paHHEE HMCUE3HOBEHUE MOBEPXHOCTHBIX OpIOMIHBIX pediekcos; B.
Yxtohd (W. Uhthoff), omybnukoBaBmuit 8 1899 r. moapoObHyto MoHOrpaduio o
rina3ubix cumntomax PC, B Tom yucie o perpoOynbbapHoM HeBpute [Murray T.J.,
2005].

C cambIix nepBbix 3TanoB u3ydenus PC chopmupoBamuck pa3ziandHble TOUKH
3peHus Ha 3tuonoruto U naroreHe3 PC. Onnenreitm chopMyaupoBall TOKCHYECKYIO
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teoputo npoucxoxnaenus PC, Ilrpromnens BbICKa3al NOPEAINIONOXKEHHE O
CyIIECTBOBAHUM BpPOXKJACHHOW mpeapacnonoxeHHocty k PC, a II. Mapu
paccmarpuBan PC kak uHQeKknoHHyr mnarojoruto. B mepBoit monoBuHe XX B.
JOMUHHpOBajia UMEHHO HH(eKIMoHHas Teopust pa3zutuss PC, omHako, Haudatble
bynnoxom (Bullock), Kynom (Kuhn) u llrtaitnepom (Steiner) moucku BO30yAUTENS
PC (mepBbiif cOOOmMII O BO3MOXHOCTH Iepefayd 3a0ojieBaHUsl OT ueloBeKa
Kkpoiukam B 1913 r.; BTOphie OOHAapyX uiIu B JUKBOpe OO0NbHBIX PC criupoxeTsl B
1920 r.) He yBeHuyanuch ycrnexoM. M3yueHue posvi MHOEKIHUOHHBIX (PAKTOPOB HE
MOTEPSIIO AKTYyalbHOCTH M B HACTOSIIEE BpEMs, XOTS pPOJb BUPYCOB U APYTHX
MHKPOOPTaHU3MOB, €CTECTBEHHO, TOHUMAETCA B MHOM ACIEKTE, HEXKEIW B Hadale
XX B. B cBoto ouepenb, npeactraieHus L Tprommens o BpoKIEHHBIX 0COOEHHOCTAX
Tkanel [IHC kak nepBonpuumHe PC momyuunu cBO€ pa3BUTHE B COBPEMEHHBIX
MPEJICTABICHUSAX O MOJUT€HHOM HACJIEIOBAHUU MPEAPACTIONIOKEHHOCTH K PA3BUTHIO
3aboneBanusi. Teopuss HHGEKIUMOHHO-aIepruyeckoro mnpoucxoxaenus PC,
COCTaBIISIIOIIAsl OCHOBY COBPEMEHHBIX TMPEJACTAaBICHHH 00 ayTOUMMYHHOM
naroreHesze 3abosieBanusi, Obuia chopmynupoBaHa B 1970-1980-x rr., 4ro crano
BO3MOXXHBIM OJlaroiapsi M3y4eHUIO alUIEPTHUecKOro HHIedanioMuenuTa, BIEPBbLIE
AKCIIEPUMEHTAIBHO BbI3BaHHOr0 Tomacom Pusepom B 1933 r. um craBmero
KJIaCCU4YeCKOM KUBOTHOU Mojenbto PC. B wuszyueHun ponaum uHQEKIMOHHBIX U
aiepruyeckux ¢aktopoB mnartoreHeza PC cyliecTBeHHass poyib MPUHAJICKUT
oreuecTBeHHbIM yueHbIM — H.B. KonosanoBy, M.C. Maprynucy, B./[. ConoBbeBy,
A.K. lly6nanze, A.I'. [lanoBy, A.Il. 3unuenko, JI.A. MapxkoBy, O.A. Xonakapuany
U Jp.

PC B HacTosimiee BpeMs SIBISETCS OJHUM U3 Hau0oJiee MHTEHCUBHO U3YYaeMbIX
3a0071€BaHUN HEPBHOM CHUCTEMBI, T€M HE MeHee, 3a00JieBaHUE MO-MPEKHEMY
OTHOCHUTCS K HEM3JIeYuMbIM. B TOe Bpems pa3paboTKa U BHEAPEHUE B KIMHUYECKYIO
MPAKTUKY COBPEMEHHBIX UMMYHOMOAYJIMPYIOIIMX MPENAPATOB, COBEPIICHCTBOBAHUE
METOJI0OB CUMIITOMAaTUYECKON Tepanuu U peaduiInTallii 3HAYUTEIbHO YIYUIIIUIO €T0
nporHo3. IIporpecc B NOHMMAaHWUK KJIETOYHBIX W MOJIEKYJSIPHBIX MEXAHU3MOB,

JeXKalmux B OCHOBC IIOpaXCHHA MHCIHMHA U HGprOHOB, IIO3BOJIACT HAACATHCA Ha
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MOSIBIICHME HOBBIX A(P(}EKTUBHBIX IMOJXOJOB B TEpPallMH d3TOr0  TSKEIOTO
3a00JIeBaHMUS.

Hawubonee MHOT000EIIAIOITUMHU MPEICTABIISIOTCS pazpaboTka
WHIUBUAIYyUTU3UPOBAHHOW  WMMYHOMOIYJHPYIONIEH  Tepamud €  Y4ETOM
(hapMaKOTeHETHYECKUX AaCIIeKTOB M OCOOCHHOCTEH martoreHe3a 3a0oieBaHUS Y
KaXJIOr0 TAIMeHTa, CO3JaHHe METOJIOB KOPPEKIMH HEeHpoaereHepaTHBHOTO
mporecca, CTUMYJSIIIUM  perapalid W pereHepalid MUETWHA U KIETOYHBIX

aneMeHToB HepBHOU Tkanu [[THC.

Inasa 1. AIMMUAEMUAOJOI'USA, 9TUOJOI'UA U TATOI'EHE3

3ab051eBa€MOCTh U pacnpoCcTpaHeHHOCTh PC 3aBUCHUT OT pacoBO-3THUYECKOTO
cocTaBa MOMyJSUU (0CO00 TMOJBEPKEHBI JIOJU EBPOIEOUTHON pachl), CTEICHU
Pa3BUTHUS MEIUIIMHCKOW MOMOIIM U reorpaduyeckux (HaxTopoB. YCTaHOBIEHO, YTO
pactipoctpaHeHHOCTh PC yBennuuBaeTcs K CEBEPY M IOTy OT 3KBATOpa, YTO B CBOIKO
ouepe/lb KOPpPETUPYEeT C PACHOJIOKEHHEM Pa3BUTBIX CTpaH M HaCEJIECHUEM
MPEUMYIIECTBEHHO €BpPONeouaHON pachl (pucyHok 7). Takxke cymiecTByeT MeHee
BBIDQKEHHBIM TpPaJIMEHT C 3amajJa Ha BOCTOK. 30HBI BBICOKOIO PHCKa,
XapaKkTepu3yroumecs HanboJee BBICOKOM 3a00J1€Ba€MOCTBIO u
pacnpoctpaHeHHOCThI0 PC, BKIIOYWAKOT CKaHIWHABCKHE rocyaapcra, Kanany,
ceBepHble pernonbl CIIA, crpansl Llentpansnoit EBpomnsl, 1or ABctpanuu, HoByto
3enanauto (Tabauma 1). B stux pernonax pacnpoctpaHeHHOCTs PC 3HauuTEIHHO
npesbimaer 50 ciyuyaeB Ha 100 000 Hacenenusi, © MOryT nocturath Oosiee 200
oompHbIX Ha 100 000 macenmenus. B 3omax cpemnero pucka (FOxuas Espora,
Awmepuka, CpenuzemHomopse, ror CIIA) pactnpoctpanennocts PC coctaBmser 10—
50 cmyuaeB Ha 100 000 nacenenus. B 30onmax Huskoro pucka (Ceepo-Boctounas
Adpuxka, Kapubckuii 6acceiin, Mekcuka, Kurtait) — menee 10 ciygaes ma 100 000

Hacenenus [Goodin D.S., 2014].
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PucyHnok 7. PactipocTpaHEHHOCTD PACCESTHHOTO CKJIEPO3a B Pa3HBIX PETMOHAX MHUpa
(30omb1 KypTIike; amantupoBano u3 [Goodin D.S., 2014])

PacnpoctpaHeHHOCTb
10-20

W 20-30

[ 30-40

W 40-50

M 50-60

W 60 v 6onee

Pucynok 8. Pacmpoctpanénnocts PC B ropoackux oxpyrax (Kazamp — 1;
HaGepexnsie Yemnsl — 2) W MyHHOUNANBHBIX 00Opa3zoBaHusix PecrmyOnuku
Tarapcran [babuuesa H.H., 2014].
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Tabmuma 1. Ilpumepsl rocygapcTB C BBICOKOW pacnpOCTPaHEHHOCTHIO
paccessHHOTO ckieposa [ Alla S., Pearson J., Debernard L. et al., 2014; Svenningsson
A., Salzer J., Vagberg M. et al., 2015; Kingwell E., Zhu F., Marrie R.A. et al., 2015;
Dilokthornsakul P., Valuck R.J., Nair K.V. et al.,, 2016; Foulon S., Maura G.,

Dalichampt M. et al., 2017].

I'ocynapcrBo PacnpocTpanesHocTs I'ox ouenku
(na 100 ThIC. nmoKa3areJis
HaCeJIEHUs )
Janus 173 2005
Kanana 180 2010
Hogas 3emanaus 71.9 2006
Hopserus 203 2012
CIIA 149,2 2012
Opannus 151,2 2012
[IBenus 189 2008
[IIBennsa (ten 215 2010
BectepbotTen)

B Poccuiickoit ®eneparuu (P®) pacnpocrpanenHocts PC B pa3muyHBIX
pernonax BapsupyeT oT 30 mo 60 ciyuaeB Ha 100 000 HaceneHus, pu 3TOM OHA
BBIIIIE B 3aMaJIHBIX W LIEHTPAJIBbHBIX 00JIACTSIX M HECKOJIbKO HUKe B Cubupu u Ha

HNansnem Boctoke. B Pecny6nuke Tarapcran (PT) na xomen 2016 .

3apeructpupoBano  6onee 1800 OombHbix PC:  pacmpocTpaHEHHOCTH U

3aboneBaemocTh PC HaxoIUIMCh COOTBETCTBEHHO Ha ypoBHE OoJiee 44 (pucyHOK 8)
u 3,5 6onpHbix Ha 100 000 HaceneHus B ToJ (COOTBETCTBYET CpEIHEW CTENEHU
pucka). XKenmunasl moutu B 2,5 pasza 6oneror PC uyamie, uem Myxuunbl [babuuena
H.H., 2014].

Ha 3a6oneBaemocTts PC oka3bIBatOT BIMSIHUE HE TOJIBKO reorpaduyeckue, Ho U
sTHUYeckue (¢akTtopel. Yame Bcero

PC pasBuBaerca y mnpexncraBuTenen
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€BpPOMNEOUTHOIN pachl, U HAPOTHUB, 3a00JIEBAEMOCTh MUHUMAJIbHA CPEId KOPEHHBIX
xuteneit Amepuxu, Kutas, SIlnonun, B HEKOTOPBIX APYTUX ITHUYECKUX TPyMIax.

PC MoxeT BO3HHMKHYTh B JIIOOOM Bo3pacte, HO Oosiee ueM B 50% ciyuyaeB
ne6roT 3a0oneBanus npuxoautcs Ha nepuona mexay 20 u 40 ronamu. Hauano PC no
10-netnero Bo3pacra otmevaeTcsi MeHee yeM y 1% OonbHbIX, B 10 — 20 et — y 15
— 20%, nocine 50 et — meHee ueMm y 1%. CoOoTHOIIEHHE MY YUH U )KEHIIUH CPEAN
3a00JEBIINX COCTABISAECT MPUONU3UTENBHO OJUH K JIByM. Cilyyan UCTUHHOIO Hauasa
peunauBHupyoue-pemutupytomero PC B Bozpacte 60 neT u crapuie €ciii 1 UMEOT
MECTO, TO SIBJISIFOTCSI UCKIIIOUUTENBHO peakuM siBiaeHueM [Gelfand J.M., 2014]

Ha naHHBII MOMEHT NpeAnoiaaraeTcs, 4To0 B MUPE HACUUTHIBAETCA OT 2,5 10 3
MiH. O6onpHbIX PC. Ilo manasim BO3, cpenu HeBposioruueckux 3adoisieBanuii PC
SABJISIETCS. OCHOBHOW MPUYMHOM CTOMKOW HMHBAJIHUAW3ALMUU JIMI MOJOJOTO BO3pacTa
[Karussis D., 2014]. Yepe3 10 ner ot nHawana 3aboneBanus 30-37% OONBHBIX
CIIOCOOHBI MEPENBUTATHCA TOJBKO C IMOCTOPOHHEH mMoMoIIbl0, 50% UCHBITHIBAIOT
TPYAHOCTH B BBINOJHEHUU MNPOdEeCcCCHOHANBHBIX o00s3aHHOCTEH, Oonee 80%
BBIHY)KJIEHBI CMEHUTh paboTy. Uepe3 15 ner tonbko 50% OOJBHBIX COXPaHSIOT
CIOCOOHOCTh paboTaTh, OOCTYXHBaThb ce0d U CBOOOJHO TmiepeABUTraThCs 0Oe3
MOCTOPOHHEUW MTOMOIIIH.

Pacnpoctpanennocts PC u3 rojma B roj yBeJIMUMBAETCS Ha OOJBIIMHCTBE
Tepputopuil. Jlo omnpeneneHHOW CTENEHU 3TO CBSI3aHO C COBEPIICHCTBOBAHHEM
METOJIOB paHHEW AMArHOCTHKHU 3a00sieBaHus. B TO ke BpeMs HE BBI3BIBAET COMHEHHUS
(dakT uCTUHHOrO YyBenuueHus 3aboneBaeMocTH PC, oOBsiCHEHHWE 3TOro 4YacTo
CBSI3BIBAIOT C POCTOM pACIPOCTPAHEHHOCTH aJUIEPTUUECKUX M ayTOMMMYHHBIX
3a00J1eBaHUI BCJIEICTBUE U3MEHEHUs YCIOBUM KU3HU OOJIbLIEH YacTU HACEJIEeHUs, B
MEPBYIO OUepeib — ypOaHU3AIMU U YXYIUIEHUS SKOJIOTHYECKUX XapaKTePUCTHK.

Otuonorus pazButust PC, HecMOTpss Ha MHOTOJETHUE HCCIEAOBaHUA, 0
HACTOSAIIETO BPEMEHU OcTaeTcs HeusBecTHOU. [IpunsiTto cuntarh, utro PC oTHOCHUTCS
K MYyJbTU(QAKTOPHBIM 3a00J€BaHUSAM, JISI PA3BUTUS KOTOPOTO HEOOXOIMMBI Kak
reHeTUYecKasi MpeapacnoiioKEHHOCTh, TaK U BO3JecTBUE BHEMHUX (akTtopoB. He

BbI3BIBACT COMHCHHSA  3HAYCHHC HaCJ'ICI[CTBeHHOI\/,I npecapacnoIOKCHHOCTH K
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3a00J€BAHUIO, YTO MOATBEPKAACTCS CYLIECTBEHHO OOJbIIEH pacnpOCTPaHEHHOCThIO
PC cpenu poacteennukoB 6oasHoro [Cree B.A.C., 2014].

YcranoBneno, uto PC — wMynbTUreHHOe 3a0oJieBaHUE, MPUYEM BKJIA]
OTZIENIbHBIX JIOKYCOB BapbUpPyeT B pa3HbIX OSTHUYECKUX Tpymmnax. BreisBieHa
accolualys MoBbIIIEHHOTO pucKa pa3BuTus PC ¢ HEKOTOPHIMU aJlJIEIbHBIMU T€HAMU
6 mapbl XpOMOCOM, KOJMPYIOIINX U ONPEIESIONINX CBOMCTBA IIIaBHOTO KOMILIEKCa
ructocoBMectumoctd Il tuna (MHC II), uuTOKMHOB, UMMYHOTJIOOYJIMHOB, OEIKOB
muenuHa u T.4. [['yceB E.N., 3aBamummn U.A., boitko A.H., 2011; Cree B.A.C,,
2014].

3aboneBaemocTh PC moBBIIIAETCS C yBEIWYEHUEM TreorpauuecKoi MIHUPOTHI:
OHa MHHUMAajbHa B TPOIMUKAX U JOCTUTaeT MAaKCUMyMa B CTpaHaxX C YMEpPEHHBIM
kiuMmatoM. [lpuwumabl  3aBucumocTu  3aboneBaemMoctd PC  oT reorpadudeckoit
IIUPOTHl OCTAIOTCA HE BIOJIHE MOHATHBIMH. OTyacTu reorpaduyecKkue pazindus
MOTYT ObITh OOBSCHEHBI dTHUYECKUMU (hakTopamu — PC wyarie pa3BuBaetcs y JuIL
eBponeouHoi pacel (ocobeHHo y BbixojueB U3 CesepHoii EBponbl). CylecTByroT
MOMYJISIUK, MPOXXKUBAIOIIME B 30HE BbICOKOro pucka PC, HO OTHOCHUTEIHHO
ycTolM4MBbIE K 3a0oieBaHuio (Hampumep, maopu B HoBo#t 3enmannuu, MHIEHIBI B
CHIA u Kanane). C npyroii cTOpOHBI, YCTaHOBIIEHO, YTO puck paszsutus PC y mnu,
MHUTPUPOBABIINX U3 00JIACTH C BBICOKOM 4acTOTOM 3a00jieBaHUs B 00JIACTh C HU3KOM,
OCTAeTCsl BBICOKMM, €CIIM Tepee3]l MpOM30lIeN Iocie Nepuoaa mnydeprata, U
CHUKAeTCs, €Clu TepeMelleHne ObUI0 B paHHEM JIeTCTBE. B CBA3M C 3TUM
chopMmynupoBaHa THUIIOTE3a, YTO TMOBBIIICHHAS WHCOJALMS B JIETCTBE U B
MOJPOCTKOBOM IEPHOJIE CHUKAET pUCK pa3BuTusa PC B nanpHemeM.

B nocnennee BpeMs Ooibliioe 3HAYCHHE MPUAAIOT AePUUIUTY BUTaMUHA D
BCJIEJICTBHE HEJOCTATOUYHOW HHCOJSLMH B KPUTUUYECKUE TEpUoabl (HOPMUPOBAHUS
UMMyHHOI cuctembl [Goodin D.S., 2014], X0Ts CylIeCTBYIOT U JPyrue TUIOTE3bI
[Mehta B.K., 2010].

N3 ¢dakTopoB BHElIHEN cpelibl HauOosbIlee 3HaUeHUe B pa3Butur PC umeroT
uHpexkuuu. YcTaHoBiI€HO, 4YTO pUCK oOocTpeHuss PC moBbilaeTcss BO BpeMms

I/IH(l)eKLII/IOHHI)IX 3a00JIEBaHHI B B TEUEHHE HECKOJIBKUX HCACIb ITOCJIC UX OKOHYaHUA.
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[IpennonararoT, yTo UHOEKIUHU UTPAIOT POJIb TPUTTEPHOTO (PaKTOpa, BO3AECHCTBYS Ha
T€HETUYECKH MPEIPACIOIOKEHHOT0 CyObeKTa B KpPUTHUYECKHE mepuonbl. B To ke
BpeMsl JI0 HACTOAIIETO BPEMEHU HE CYHIECTBYET YOEIUTENbHBIX J10KA3aTENIbCTB
npsiMoi cBsa3u Mexay PC U kakuM-mubo BO3OyaUTENEM, WJIM OH MOKa HEU3BECTEH.
CymectByer MHOro cooOmenuit 06 accouuanuu PC U HEKOTOphIX HHQEKIH.
Hanpumep, BbIsiBIIEH MOBBIIIEHHBIH puck pa3Butuss PC mocne HHPEKIMOHHOTO
MOHOHYKJIE032a; MpUYeM 3a00JIeBaHUE OYE€HBb PEJIKO Pa3BUBACTCS y JUII, Y KOTOPBIX
OTCYTCTBYIOT chiBOpoTOuHble AT k BHpycy OncraiiHa—bapp. Beicokuii tutp 1
MOBBIIIIEHHAs] AQUHHOCTh ATUX aHTUTET MOXET ObITh (hakTopoM pucka pazutus PC
B JIETCKOM Bo3pacte. Bupyc repmeca Tuna 6 OblT1 OOHapy>KeH B ouarax
nemuenuuu3anu, a AT K HeMy B BBICOKMX TUTpax — Yy 4Yactu OonbHbIX PC.
[ToMumo reprnec-BUPYCOB B KayeCTBE BO3MOXKHBIX «Bo30yauteneit»y PC Taxxe
npeanonaraiorcs Chlamydia pneumoniae, BUpycbl KOpU U JAPYTUX JETCKUX
uHdekuuii, perpoBupycsel u ap. [Venkatesan A., Johnson R.T., 2014].

[IpoBeeHO MHOKECTBO IMUAEMHUOIOTUUECKUX HCCIIEIOBAHUM, MOCBSIIEHHBIX
M3YUYECHHUIO JIPyTMX BO3MOXHBIX (hakTopoB pucka PC, HauumHas oOT BIOJHE
TPaJUIIMOHHBIX, TAKUX KaK KypeHHe, ObITOBbIE U MPOGECCUOHAIbHBIE UHTOKCUKAIUH,
OCOOCHHOCTH JUETHI, U 3aKaHUMBasi BeCbMa HEOOBIYHBIMHU, UbIO MPEANOJAraeMylo
accolualuio ¢ 3aboieBaHueM 000CHOBATh CI0KHO. BpeMs oT BpeMeHu B uTepaType
MOSIBIISIIOTCS. HOBBIE COOOIIEHHS 00 acCOolMalMU TE€X WIM HWHBIX SHJIOT€HHBIX WU
cpenoBbix ¢dakTopoB ¢ PC, ogHako pe3yibTaThl ATUX HUCCIEIOBAHUMN, KaK MPaBUIIO,
HEeyOeUTENbHBI U OTINYAIOTCS HU3KOW BOCIPOU3BOAUMOCTHIO. [10 Beeil BuAMMOCTH,
OHM B OOJbIIEH CTENEHU CIPABEMJIUBHI JJIsI OMPENCICHHBIX STHUYECKUX TPYII WIH
reorpauecKux peruoHOB.

[Tatorene3 PC BO MHOTOM ocTaercsi HepacKpbIThiM. OUeBUIHO, OH HAMHOIO
CIOXHEEe, YeM IMpPENCTaBIsUIOCh paHee. TpamunmoHHoe Bo33peHue Ha PC kak Ha
XpoHHUeckoe  BocmaimutTenabHoe — 3aboneBanne  [[HC,  xapakrepusyroieecs
o0pa3oBaHKWEM OTPAHUUYECHHBIX OYAroB JIEMHUEIIMHU3AINHN C COXPAHHOCTHIO aKCOHOB U
(dhopMUpPOBAHUEM PEAKTUBHOIO aCTPOIMTApHOro pyOiia (MHaue roBops, (HOKAIbHBIM

BOCHAJIMTEIbHBIMN mponecc 0eJIoBOro BCIICCTBA, IIATOICHE3 KOTOPOI'0 CBOAUTCA K
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BOCIAJICHUIO, IEMUEIIMHU3AINY U PEMUEIIMHU3AIINN ) — CUJIbHOE yripolnieHue. [locne
LIHAPOKOro BHeApeHus BbIicOKonoiabHOrOo MPT, MP-cnexkrpockonuu, MPT ¢
MEPEHOCOM MAarHeTHU3alu U JPYTUX METOJOB, a TAKXKE HAKOIUIEHHUE PE3yJIbTAaTOB
naToMop¢OIOTUYECKUX UCCIIEI0BAaHUMN BBIICHIIOCH, YTO:

1) ¢oxanbHOe mopaxeHue OEIOro BEHeCTBA — TOJBKO YAaCTh CIEKTpa
narosorun  PC, BbIpaX€HHbIE HApPyUIEHHUS TMPUCYTCTBYIOT W B HOPMAJIBHO
BBITJISIASIIIEM O€JOM BEIIECTBE, U B CEPOM BEIECTBE, U OHHU COIMPOBOKIAIOTCS
MPOTPECCUPYIONINM CHUXKEHUEM 00BbEMA MO3ra;

2) naToJIOrMYeCKUe U3MEHEHUS 3aTParuBar0T HE TOJIHLKO MHUEJIMH, HO U aKCOHBI,
Y HEMPOHBI,

3) mporpeccupymolee nopaxeHrue roJ0OBHOTO MO3ra MOXET MPOTEKaTh U MpH
c1a00ii BBIPaKEHHOCTH BOCHIATICHUSI.

Mexanu3m noBpexAeHUs] HepBHOM TKaHu npu PC BKiIOYaeT ABa OCHOBHBIX
npouecca: MMMYHOBOCHAIUTENBHYIO JIEMUCIUHU3ALUIO C OJUTOJACHAPONATHEN H
HEWpOJIeTeHEpalui0. YIpolas CUTyaluro, B mnartoreHe3e PC  yCIIOBHO MOKHO
BBIJICTIUTH 5 cTaauii matojsoruueckoro mexanusma [Xanoymiun T.U., Xabupos @.A.,

HesnukamoBua ®@.U. u coast., 2010] (pucyHok 9).
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Pucynok 9. YnpoménHas cxema maroreHesa paccesiHHoro ckieposa. OObICHEHUS B

TCKCTC.

I cranus — aktuBanus aytTopeakTUBHBIX JTuMdporuToB T-xennepos I tuna (Th

I). YcranoBneHo, yTo ayTopeakTuBHble Th MOJHOCTBIO HE yAANAIOTCS B TUMYCE U B

HEOOJIBIIIOM KOJUYECTBE LUPKYIUPYIOT B KpoBH. [lpeamonaraioT, 4To BCIIEICTBUE

reHeTH4YeCKuX (HaKTOpOB

y Oombnubix PC

aytopeaktuBHble Th o6Gnanaror

(YHKIIMOHATBHBIMU OCOOEHHOCTSIMU, B YaCTHOCTH, MOBBIIIEHHON CIOCOOHOCTHIO K

akTMBaUMM. B wWHIynupoBaHMM ayTOMMMYyHHOro Iponecca npu PC ocHOBHOe

3HaYeHUE NpuAaloT (EeHOMEHaM MOJIEKYISIPHOM MHUMUKPUM U PACIIUPEHUIO

AMUTOIOB, CIOCOOCTBYIOIIME ceHcuOmmu3anuu Th K COOCTBEHHBIM aHTUTEHAM.

JlanpHelee pa3BUTHE AYTOMMMYHHOTO MPOLECCA BO MHOTOM OIPENEIISIETCA MyTEM

muddepenumpoBku Th. [Ipu PC npeobiiaaer ”MMYyHHBIA OTBET, UHAYyLHUpyeMbIi Th

I. Takxe ycranoBneHa ponab Th 17 B UHIyUMpOBaHMHM MPOIIECCOB amomNTo3a

OJIUTOoACHAPOLIUTOB H TI'Gg—J'II/IM(i)OHI/ITOB B HapyHICHUU CIIOCOOHOCTH IO JaBJIATH

ayTOMMMYHHBIN IIPOLIECC.
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I cragmus —  wmurpamus  ayrtopeaktuBHbix Th B I[HC uepes
remarosHuedannueckuii Oapbep (['DB). AxtuBupoBannbie Th Ha MOBEPXHOCTH
KJIIETOYHONH MeMOpaHbl SKCIPECCUPYIOT OdYeHb mno3aHuil anturen-4 (VLA-4) u
aHTUTEH, accoluupoBaHHbIM c Qynkuueit nedkouutoB (LFA-1), B kauectBe
JUTAHJOB  KOTOPBIX  BBICTYHAIOT  JKCIOpECCHUpyeMble  MOJ  JeHUCTBUEM
IIPOBOCTIAJIUTENBHBIX MEIUATOPOB HA 3HAOTEIMH COCYAOB MOJEKYJbl COCYIUCTOM
aagreaun  (MCA-1, VCAM-1) wu wmexxknerounot anresun-1 (ICAM-1).
MexpenentopHoe B3auMojecTBUE crocoOcTByeT gukcanuu Th Ha sHAOTENUMU U
npoHukHOBeHUIO uepe3 [Db. Bmpowem, Th cnoco6Hbl mNpoHUKATH U
TPaHUEJUTIOJIAIPHO BHE BOCHAJIMTEIBHOIO MPOIECca, TAKUM 00pa3oM, B HACTOSIIEE
BpeMsl TpPUHSATA KOHIIEMIUsA, 4YTO WMYyHHO-NpuBUierupoBanueiii cratyc [[HC
o0ecrnieunBaeTCsl aKTUBHBIM B3aUMOJIEUCTBUEM HEMPOHOB U MAKPOIJIMM C UMMYHHOM
CUCTEMOM, TO €CTh COBOKYIIHOCTBIO MEXAHH3MOB, IIOCPEACTBOM KOTOPBIX
peryinupyercs akTuBHOCTH Th.

III ctagua — pa3BuUTHE ayTOUMMYHHOTO BocniajgeHus. IIpOHUKHYB B IIpeneinsl
IHHC Th mnpu BcTpede B ayTOAHTUIEHOM  PEAKTUBHUPYIOTCSA, HAYMHAIOT
npoupepupoBaTh U CEKPETUPOBATH KOMIUIEKC MNEPBUYHBIX MPOBOCTIAIUTEIBHBIX
IIUTOKWMHOB: UHTEpJeKuH | Oera, MHTEpsieKUH 2, (GakTop HEKpo3a OMMyXOoJH alb(da,
UHTEPPEPOH TaMma, KOTOPbIE 3aIyCKAIOT KacKaJl CEKPELMM BTOPUYHBIX MEIUATOPOB
BocnajeHus.  BcneactBue — 3TOro  mpoumecca  NOBBIMIAETCA  SKCHPECCHS
SHAOTEIUANBHBIX PELENTOPOB aAre3uH, MOBBIIIAETCS NpoHHIaemMocts [Ob,
npoucxonut murpanus B [IHC makpodaros, nurorokcuueckux aum@ouutoB u B-
amuMm@oruToB. Takke aKTUBUPYETCS  MUKPOIJIUS  (UTpaloT  pPoJib  KJIETOK,
MPE3CHTUPYIONIUX ayTOPEaKTUBHBIM Th KOMIOHEHTHI MUEIUHOBOM 00O0JOUYKH),
aKTUBHO YYacTBYIOUIME B IMOJJAECPXKAHUU BOCHAIUTEIBHOIO MPOLECCA, YTO CIYKHUT
KPUTUYECKUM MOMEHTOM B XPOHU3ALMH BOCTIAIIUTEIBHOTO MPOLECCa.

IV  cragus —  BOCHAIMUTENbHBIM  JEMHUEIUHU3UPYIOMIUM  TpoOIleCC.
AxTuBHUpOBaHHbIE B-muMdouutsl TpanchopMupyrOTCS B IUIa3MAaTHYECKUE KIIETKU,
KOTOpbIE, TPOXOJsd 4Yepe3 CcTaguu npoiaudepauud U CEJIEKUHH, HAYUHAIOT

CEKpEeTHpPOBATh  OJIMTOKJIOHANIbHBble ~ UMMyHOTNoOynunsl  knacca G (Ig G),
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CBSI3bIBAIONIUECS C LIEJIEBBIMU AHTUTE€HHBIMU MHUIICHSIMUA MHEJIMHOBOW OOOJOYKH U
OJINTOACHAPOLIUTOB, BBI3bIBASI HX TMOBPEKICHUE, MNPEUMYIIECTBEHHO 3a CUET
aKTHBAllUM KOMIUIEMEHTa ¢ 00pa30BaHUEM MEMOpPaHO-aTaAKYIOUIEro KOMILUIEKCa U
MHJYKIIMU aHTUTEJI03aBUCUMON KJIETOYHON HMUTOTOKCHUYHOCTH. [lapamiensHo sToMy
aKTUBUPOBAHHbIE  MOHOHYKJEapHble  (ParouuThl  CEKPETUPYIOT  METaOOIUTHI
kuciopoaa u NO, ¢daronuTupyoT paspylieHHbII muenuH. B uactu cioydaeB
JIEMUEIIMHU3ALNI0 O0YCIOBIMBAIOT HUTOTOKCHMYeckue T-mumponuter CD8+. Onu
BBI3BIBAIOT HE TOJBKO JIM3UC OJUTOJACHAPOLUTOB U JIEMHUEIMHU3AIMIO, HO U TUOEIb
aKCOHOB (TIpOIIeCChl HEHPOAETeHepaIIiN ).

[To pesynbratam uccnenoBanuit C.F. Lucchinetti u ap. (2000) npu PC 6su10
BbIJIEJIEHO 4 MexXaHu3Ma  JIeMUEJIMHU3alUU:  Makpodar-accoluupoBaHHas,
AHTUTEIOUHYIIUPOBAHHAsI, JTUCTalbHAS OJINTOJICHPOIIATHS, nepBUYHAs
OJNIUTOACHApPOLUTApHAs  JereHepanusa. llpy  mepBbIXx  JIBYX  BapHaHTax
JEMUEIIMHU3AlMY  OCHOBHOM MHUILIEHBIO CIYKUT MHUEIUHOBasE 000JI04Ka, MpHU
MOCJHEAHUX JIBYX MPOUCXOIUT MEPBUYHOE MOBPEKIACHUE OJUTOACHIAPOLMUTOB (XOTH,
M0 MOCJIETHUM JIaHHBIM, ONTMCAHHbIE MATTEPHBI MOTYT CYIIIECTBEHHO NMEPEKPHIBATHCS
U HaOJIOalOTCS TOJBKO B CAMBIX HEIABHO BO3HUKIIMX OYarax, a C TEUCHHEM
BPEMEHU pa3iuuMsi MEXJIy HUMH MOTYT NOJHOCThIO ucye3ath) [Kutzelnigg A.,
Lassmann H., 2014].

Bo wmHorom, nokamm3amuss owaroB nemuenuHusanmu B HHC wu Bapuant
MOpaXXEHUsI OJUTOJICHAPOIMTOB M MHUEJIWHA OMNpeeseTcs JIOMHUHUPYIOIIEH
HaIpPaBJICHHOCTHIO BOCHAJIUTENBHOTO TMPOIECCa MPOTUB AHTUTCHHBIX MHUIICHEHN
(6enkoBbIe, JIMMUAHBIE MOJIEKYJIbI), YTO B CBOIO OYEPEab HAXOJIUTCS B 3aBUCHUMOCTH
OT AaHTUT€HHOU cenu(PUIHOCTH ayTOPEAKTUBHBIX T-ITMMOIUTOB.

Hnsa  Bcex craguii PC  xapakTepHO  COYETaHUE  BOCIHAIUTEIBHOU
JEMUEIIMHU3AINN U HEeUpOJIereHepaTUBHOTO Mpollecca — MOBPEKIACHUS HEPBHBIX
KJIETOK KaK HEMOCPEACTBEHHO B OOJACTU O4YaroB, Tak U Ju(Py3HO B TKAHU MO3Ta.
JlokazaHo, 4YTO TMOBPEXKJECHHUE HEPBHBIX BOJIOKOH (MPEUMYIIECTBEHHO aKCOHOB)
HauuMHaeTcss B mepBble 1-2 rojma mocie kiauHuueckoro nebrora PC. Ilpomecc

IMOBPCKACHUA aKCOHOB Ha6JIIO,Z[aIOT KaK B OCTPbIX M XPOHHUYCCKHUX O4darax, Tak U B
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HEU3MEHEHHOM O€JIOM M CEepOM BEIECTBE. DTH JIaHHBIE TMO3BOJIMJIA TOBOPUTH 00
0o4aroBoM U Au(pPy3HOM MOPaKEHUSIX HEPBHOI'O BOJIOKHA. Y CIIOBHO BBIICISIOT JIBa
OCHOBHBIX THUIMa aKCOHAJILHOTO MOBpexaAeHus pu PC: HEMOCPEACTBEHHO CBSI3aHHOE
C BOCHMAJICHUEM M HE3aBUCUMOE OT Hero. [loag mepBbIM MOHMMAIOT MAaCCHUBHOE
MOBPEXJECHUE aKCOHOB B 30HAX AKTUBHOW JEMHEIMHU3AIMU TOJ BO3JACHCTBHEM
pa3NIuuHbIX  (AKTOPOB BOCHAIEHUS — MakpoQaroB, IUTOTOKCHYECKUX -
TUM@OIIUTOB, aHTUTE.

[ToBpexkaeHUsT aKCOHOB CTAHOBSITCS OOpaTUMBIMU 10 MEpPE CTUXAHUS
Bocnasienus: B ouare. C Apyroil CTOPOHBI, 3TOT MPOIECC 3aMyCKAET MOCIEAYIONIYIO,
BTOPUYHYIO JIETEHEPAIIMI0 aKCOHOB, MPOTEKAIOIIYI0 C Pa3BUTHEM KacKajla COOBITHH,
MOAOOHBIX MPOTPAMMHUPOBAHHOM KJIETOYHOW THOEIU, U YK€ HE CBA3aHHYIO C
AKTUBHOCTHIO BOCHAJICHUSA, & OMPENEIIeMYI0 OTCYTCTBUEM TPOGUUECKOTO BIUSHHUSI
O€JIKOB MHUEIMHA Ha aKCOH, MOBBIIMICHUEM YPOBHS BHYTPUAKCOHAIBLHOI'O KaJbIIMS,
HapylIeHUeM MpoueccoB GochopriinpoBanusi OEIKOB UTOCKEIETa U aKCOHAIBHOTO
TpaHcnopTa. B 3Tux cinydasx mporpeccupoBaHue 3a00JI€BaHUs MPOTEKAET MO THUITY
HeWpoJereHepaTUBHOTO npoiiecca C MPOTrPEeCCUPOBAHUEM CTOMKOrO
HEBPOJOTUYECKOTO AehUIinTa.

Ouaru aeMHeNMHU3alMN OEIOr0 BeIleCTBa MPEICTABISIIOT CO00H OCHOBHOM
naroMopdonornueckuit cyoctsar PC. OHU JOKanu3ylOTCA B Pa3IMYHBIX OTHAENax
0esioro BelIecTBa T'OJOBHOTO U CIIMHHOTO MO3Ta, HanbOOJee YacTO UX BBISBISAIOT
MEPUBEHTPUKYISIPHO, B OOKOBBIX U 3aJHUX KaHATHUKaX CIMHHOTO MO3ra, CTBOJE
MO3ra, 4epBe U O€JIOM BEIIECTBE MO3KEUKa, 3pUTEIbHBIX Oyrpax, Mmoj 3MeHAUMOMN
OOKOBBIX JKEIyJ0UKOB. Pazmep Ouisiiek KosieOJIeTCs OT HECKOJIbKUX MUJTUMETPOB 10
HECKOJIbKUX  caHTuMeTpoB. KomnmuecTBo  Onsimiek  HapacTaeT 1Mo Mepe
nporpeccupoBanus 3aboneBanusi. Mopdonoruueckoe CTpoeHue OJAIIKU 3aBUCUT OT
JABHOCTH €€ 00pa3oBaHMs. BBIAECNSIOT CcBexue OJAINIKY, XapaKTePU3YIOIIHECs
npeobiialaHieM O4YaroBOM U MYYKOBO-CETMEHTApPHON JEMHUEIUHU3AIMU TpU
OTHOCHUTEJILHOM COXpPaHHOCTU OCEBbIX. B 0Ooiiee crapbix ouarax HaOIIOAAI0OTCS

ACTCHCPATUBHLIC U3MCHCHHUA B OCCBOM HNWIMHAPEC, 4@ TAKIKC B HCPBHBIX KIICTKAX. IIo
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Mepe CTapeHHsl ONSIIKM W3MEHEHUs NpeTepreBaeT W HEUpOTrvs; €€ peaKTUBHas
nposindepanus NpuBoIUT K GOPMUPOBAHUIO TIIMO3HOTO pyOIIa.

Hapsny ¢ MopdonornuyeckumMu U3MEHEHHSIMU B oOjactu  OJsilieK
TUCTOJIOTUYECKUE U TUCTOXUMUYECKHE HW3MEHEHHs OOHapy>KUBAIOTCS B Tak
Ha3plBa€MOM HeW3MeHeHHON Tkanu. I[lo wmepe HapacTaHus JeMHUEIHMHU3AINH,
JIereHepaliid aKCOHOB M HEPBHBIX KJIETOK Mporpeccupyer arpodusi roI0BHOTO U
CIIMHHOTO MO3ra.

v cTajus — poiiecc pEMUEITUHU3AIINH. [TocpeacTtBom
MPOTUBOCIIATUTEIbHBIX MEXaHHU3MOB aKTUBHOCTb BOCIMAJIUTEIILHOTO
JNEMUCIIMHU3UPYIOIIEr0  Tpolecca €  TEYEHHWEeM  BpPEMEHM  CHIDKAeTcs,
MPUCOEIUHSAIOTCA TMPOIECChl peMHUEINHU3aIuU, o0ecrneurBaeMble aKTUBAIIUEH,
Murpanue 1 qudPepeHIupoOBKON KIETOK-MPEIIIECTBEHHUKOB OJIMTOJEHIPOIIMTOB
[XabupoB @.A., Xaibymnun T.U., I'panatoB E.B. u coasrt., 2016]. JlanHoe siBjeHUE
MPOXOJUT B HECKOJIBKO MOCJIEAOBATENbHBIX CTaAul, TPEOYIOUIUX OMPEAEIICHHOTO
Habopa pocTKOBBIX (akTopoB. Pemuenunuzamuio mnpu PC HecoBepiieHHas,
MOBPEXKJECHUEM YEro CIyx’aT MOP(OJIOruYecKre U (PyHKIHMOHAIbHBIE OCOOCHHOCTHU
BHOBb 0Opa30BaHHOW MHEIMHOBOM 000J0YKM (MEHbIAsl TOJIIMHA MUEINHA,
CHUKEHHAsI CKOPOCTh MTPOBEJICHUS HEPBHOTO UMITYJIbCA).

I'naga 2. KIMHUYECKAS KAPTUHA

Knunnueckast kaptuna PC odens pasHooOpaszHa, Mpu 3TOM HET HU OJHOTO
KOHKPETHOTO TMpHU3HAKA, XapaKTEPHOrO ISl 3TOM HO30JIOTUYECKOW EIMHUIIBI, YTO
OOBSICHSIET BBICOKYIO YAaCTOTY JUArHOCTUYECKHUX OIMMOOK. Y CTaHOBIIEHO, YTO JaXX€E B
Hactosiniee BpeMs y 5—10% mnanueHToB, KOTOPBIM BBICTaBIAKOT auarHo3 PC, Ha
caMoM Jene 3Toro 3adoneBanus HeT [DeAngelis T.M., Miller A., 2014].

Haunbonee cnoxxHbIM SIBISIETCS yCTaHOBIIEHHME nauarHo3a npu nedrore PC.
UctunHoe Hauvano 3a0oieBaHMs 3a4acTyl0 YCKOJIb3a€T U3 TMOJs  3pEHUS
UCCIIeIOBATENsA, Y€MYy CIIOCOOCTBYET 3HAUYUTENbHBIA TEPUOJ BPEMEHH MEXIY
KIIMHUYECKUM Je0I0TOM TMAaTOJOTUYECKOrOo Mpollecca W AAIbHEHIIUM TEUYCHUEM.
BaxxHoe 3HaueHME HMEIOT aHAMHECTHUYECKHUE JaHHBbIE, KOTOPbIE IOYTH BCETrJa

COJCPIKAT YKA3aHHWC Ha IMOJIUCUMIITOMHOCTD 336OJIeBaHI/I$I, HECTOMKOCTb CHUMIITOMOB,
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a TaKKe Ha MPOTrpecCUpYIOIIee WM peMUTTUpYyollee TeueHre. OCOOEHHO Ba)KHO
BBISIBUTh CaMbl€ HayajbHbIE, XOTS M OYE€Hb OTJAJICHHBIE CUMMOTOMBI 3a00JIEBaHMUS.
Bcerna HyXHO HMETh B BHAY BO3MOXHOCTh HENPABWIHHON MHTEPIPETALINU
MPEIIECTBYIOMMUX 000CTpeHui (Ipu cOOpe aHaMHe3a) — HaJIU4He OJIHOCTOPOHHEHN
yTpaThl 3peHus, napanuya bemia, TpUreMuHaIbHONW HEBpAITHM, SMU30]IMYECKOTO
CHUCTEMHOTO T'OJIOBOKPY>KEHHS UM «CUHAPOMA 3aISICTHOTO KaHajla» ¢ CEHCOPHBIMU
HapylIIEHUSIMHU, HE COOTBETCTBYIOIIUMH O00JIACTH MHHEPBAIMU CPEJIMHHOTO HEPBA.

[lepuon, B TeueHHE KOTOPOro OOJILHBIE CUUTAIOT CE0sl 3I0POBBIMU, 3a0bIBas O
MPOU3OIIEIIEM 3MHU30J€, MOXKET COCTaBISATH HECKOJIbKO JieT. Takum 00pazom,
caMble HayajJbHbIE MNpPHU3HAKU 3a00J€BaHHUS YACTO HE (DUKCHUPYIOTCS, a HHOTAA
JUTUTENIbHAS PEMUCCHUSI 3aCTaBIIIET PACLEHUBATh HayaldbHbIE CHUMIITOMBI, UMEBIIUE
MECTO MHOTO JIeT Ha3aJl, KaK He WMEIIINEe HUYero OOIIero ¢ OCHOBHBIM
3a0oneBaHueM. 3a4acTyr0 NAlMUEHTHl MOMaJal0T K Bpaudy IMocle BTOPOTO U
MOCHEAYIONIUX 000CTPEHUH, KaK MPABUIIO, MPOSBIISIOMIUXCS OOJIBIINUM KOJIHMYECTBOM
CUMIITOMOB, KOTOpbIE UMEIOT 0oJjiee CTOMKUN XapakTep, 4YeM Ipu NEepBOM aTake.
IlepBbie mposiBneHus 3a00JIeBaHUsI YaCTO MOHOCUMITOMHBI, HECTOMKH, OTJAJIEHBI OT
BTOPOTO 000CTpeHust OoJee JUIUTENHHON pEMUCCHUEN U YacTO HE YUUTHIBAIOTCS.

2.1. KinHu4ecKkue CHHAPOMBI B /1e00Te PACCESTHHOI0 CKJIep03a

Teopetuuecku, B nebiore PC BO3MOXHO pa3BUTHE MNPAKTUYECKHU OO0
HEBPOJIOTUYECKOM CUMITOMATHKA B 3aBUCUMOCTH OT ypoBHs mnopaxkenus [[HC
(tabnuia 2). Tem ne menee, onpenenennsie yactu [[HC npu PC nopaxaroTcs variie
npyrux. Hampumep, HecMOTpss Ha OTHOCUTENBHO Majo€ KOJWYECTBO MHUEIWHA B
3pUTENIBHBIX HEpPBAX €ro MopakeHue B (PopMe ONTHUYecKOro (perpoOyianr0apHOro)
HEBpuUTa B Havayie 3a0oneBaHus HaOmoaaoT B 15-20% cinydaeB. K npyrum yacteim
MEePBbIM KIMHUYECKUM mposBieHuss PC OTHOCSTCS CHUHIpPOM mMomnepedyHor (Kak
npaBuiio, HenoaHo#) Muenonatuu (10—-15%), rmaszonBuraTenbHble HAPYIICHUS, YaIle
B (opme HemomHoM MexbanepHod odrampMorieruu  (7-10%), cuMITOMBI
MOpaXeHus1 MUPAMUIHOTO TpakTa Ha pas3Hbix ypoBHsAX (10%), paccTpolicTBa

rIyOOKOM W TOBEPXHOCTHOM 4YyBCTBUTENbHOCTH (33%), a Takke HapyIICHUS
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byHKIMA Mo3:xkeuka U ero npopoasimux nytet [DeAngelis T.M., Miller A. , 2014;
Gelfand J.M., 2014].

Tabauia 2. OCHOBHBIE KIIMHUYECKHUE TIPOSIBIICHUS PACCESIHHOTO CKJIepo3a B Ie0r0Te

3aboneBanus [XanOymiun T.U., Xabupos ®@.A., ['panatoB E.B. u coastp. 2015].

Crpyxrypst HHC Kinnuveckue nposiBjieHusi NOpaKeHUus

3pUTENbHBIN HEPB PetpoOynbOapHbIii (ONTUYECKHIT) HEBPUT

CtBonl  rojoBHOTO Mo3ra u | MexabsaepHas odTaabMOILIIErus

MO3KEYOK Hucrarm

Ctpabusm

Mo3xkeukoBass CUMIITOMAaTHKa

CrtBosioBast AMC(HYHKIUS TUIIEBOTO HEPBA
CrtBosioBast AMC(HYHKIUS TPOMHUYHOTO HEPBA
Bepturo

[TupamMugHbBIN CHHIPOM

HapOKCI/ISMaJ'IBHBIC HEOMUICTITUYCCKUEC

MMPUCTYIIbL

[Tonyuapus roioBHOro Mo3ra [TupamMmugHbIi CUHAPOM

CeHCOpHBIE HapyLIEHUS 110 TEMUTHUITY
HecucremHoe rosioBokpyxeHue
KorautupHsbie paccTporicTBa

CuMnToMaTUYECKHUE SIMUICIITUYCCKUEC

IMPUCTYIIbL

CrnuHHOM MO3T HermonHblil monepeyHbld MUEIUT C Pa3BUTUEM,
HAIIpUMEp,  LEHTPAIBHOIO MONIEPEYHBI

napamnapesa, CHHIpOMa Bbpoyn-Cekapa,
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M30JIUPOBAHHOM 3aJIHECTOJI00BOM
CUMIITOMATUKA WU HapymeHus (QyHKIuH

TAa30BBIX OPraHOB.

2.1.1. Onruuyeckuii (peTpo0yabL0aAPHBII) HEBPUT MPOSBISIETCS TYCKJIOCTHIO
WU Pa3MBITOCTBIO 3pEHUs, OONbI0 MpPHU JBIKEHUSX TJa3HBIX SOJOK, HMHOTJA
dboTodobueit. XapakTepHbl OJHOCTOPOHHOCThH MOPAXKEHUS, OCTPOE WU MOJIOCTPOE
pa3BUTHE, a TaKXe 00paTUMOCTh CHUXKEHHUS 3peHHs. OOBEKTUBHO OOHAPYKUBAIOT
CHU)KEHHE OCTpOThl 3peHus, addepeHTHBI 3paukoBbIl JedeKT, I[IBETOBYIO
necatypanuio (0COOEHHO Ha KpacHBIM 1BET), LEHTPaIbHYI cKoTomy. Jlns
BBISBJICHUSI CJIA00OBBIPAXKEHHOTO TMOPAXEHUSI BeChbMa YYBCTBUTEIBHBIM METOJ0M
SABJISIETCA MCCIEAOBAaHNE HU3KOKOHTPACTHOI'O 3pPEHUS, KOTOPOE BBISBISIET aHOMAUU
JlaXe MPU MOJHOCTbI0 HOPMAJIbHOW OCTPOTE 3PEHUS; B OCTPOM CTaJMM MPU MHOTIA
pa3BUBAIOLIEMCS] TANWUIMTE Ha TIJIa3HOM JIHE OOHApyXMBalOT OTEK JIMCKa
3pUTEIIBHOTO HEPBA, HO TMPU «UUCTOM» PeTpoOyIr0apHOM HEBpPUTE W3MEHEHHI B
OCTPBIN MEPUOJ] OTCYTCTBYIOT (I1033K€ OOBIYHO pa3BUBAETCS OJIEAHOCTH AUCKA HEPBA).
He tunuunsie mis ontuueckoro HeBputa mnpu PC  BKIOYAIOT CIEAYIOLINE
CUMIITOMBI: TOJIHO€ OTCYTCTBHUE OOJE3HEHHOCTH, MOJIHAs yTpaTa 3pEHHs, CBEpX
OCTpO€ Hayaio (TUMHUYHA JUIsl BACKYJSIPHOW STHUOJIOTUU HEBPOIMATUH), ABYCTOPOHHEE
BOBJICUCHHE (THUMUYHBI JJii ONTUKOMHUENIUTA, HeBpomatuu JleOepa), Hanuuue Ha
[JIa3HOM JIHE HEUPOPETUHUTA, PETUHAIBHBIX KPOBOWBJIHUSHUN, HAUYUE JTUXOPAJKU
WU TJI0X0€ KJIMHUYECKOE BOCCTAHOBJICHHE B TEUEHHE OJHOTO Mecsia uiud Oosee
MocJjie Hayajia CUMITOMOB.

2.1.2. Mueaut OOBIYHO HEMOJIHBINA MOMEpPEUYHbI (HapyIIeHUE HE BCEX TPeX
OCHOBHBIX (DYHKIIMOHAbHBIX TPAKTOB CIHUHHOTO MO3ra — YYBCTBUTEIbHBIX,
JBUTATENbHBIX U PETYJIUPYIONIUX Ta30Bble (PyHKIMM). TUNUYHBI OMOSCHIBAIOIINE
OIYIIEHHUS MOKAJIBIBAHUS B TPYJIU WU KUBOTE, OTpaKarollue MOpa)xKe€HUe 3aJHUX
CTOJIOOB W YacTO COYETalolleecsi C TOPU30HTAIBHBIM YPOBHEM CEHCOPHBIX

pacctporictB. Herunuuneie g wmuenuta npu  PC  CUMITOMBI  BKIHOYAKOT
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CBEPXOCTPOE Hayaslo, HAIMYUE MPOAOJBHOIO WM IMOJHOIO MONEPEYHOI0 MUEIHTA,
BBIPAXKEHHbIE KOPEUIKOBBIE 00, pa3BUTHE CIMHATIBLHOIO II0KA.

2.1.3. CrB0JIOBBIE CHHAPOMBI OOBIYHO  TPEACTABICHBI  HEMOJHOMN
MEXBbAIEpHONH O(TANBMOIUIETHEH, HO TaKXE€ BO3MOXHBI JIUIIEBAss MHUOKHUMHS WU
c1a00CTh, CUCTEMHOE T'OJIOBOKPY’KEHHE, PACCTPOICTBA UYBCTBUTEIBHOCTU Ha JIMLIE
(Tak’ke MOTYT OTpakaTh OuYard B BEpXHEUIEHHOM OTJAEJ€ CIHMHHOTO MO3ra WIH
CyOKOPTHKAJIbHO) U APYTUE CUHIPOMBI.

2.1.4. /IBurarejibHble HAPYLWIECHUA TPEICTABICHBI MUPAMUIHBIMU MTAPE3aMH,
qamie OJHOCTOPOHHUMHM U 4Yallle MNOPAXKAIOUMMH HUKHHE KOHEUHOCTH, MOTYT
acCOIMUPOBATHCS CO CHACTUYHOCTHIO, TYTOMOJABMKHOCTBIO, CIla3MaMH, KpaMIld U
HapylIeHueM MNOXOAKHU (YKa3aHHbIE CHUMITOMBI MHOT/Ia Pa3BUBAETCS B OTCYTCTBHUE
(hopManIbHBIX Tape30B).

2.1.5. CeHcopHble HapyumieHUusi B Je00Te MO OONbIIEH YacTU OTPaAXKalOT
oyard B 3aJHUX CTOJN0aX, a HE B CIHWHOTAJaMHUYECKUX MYTAX, U CHUKECHHE
BUOpAIIMOHHOW YYBCTBUTEIHHO OOBIYHO Pa3BUBAETCA HA PaAHHUX CTaJUSIX, U BCErJa
710 HApYILIEHHS MBIIIIEYHO-CYCTaBHOTO YyBCTBA; CEHCOPHBIE PACCTONCTBA MOTYT OBITh
HETATUBHBIMU WJIM TO3UTUBHBIMH — TMOKaJbIBaHUE, >XKEHHE, 3yJ, NapecTe3uH,
rUNepnaTvs, ajuloJIuHMS, NU3ECTEe3UH, MHOTJAa TPYJIHO NOAJMAIOTCA OMUCAHHUIO (K
MpUMEpY, OIIYIIEHUE OTEYHOCTHM KOHEYHOCTH, WM OIIYLIEHHWE TOro, 4YTO KOXKa
OKpY>KE€Ha TKAHBIO OJICHKIbI.

2.1.6. Mo3:xe4KoBbIe HapyLIeHHS MPOSIBIISIIOTCS CHUCTEMHBIM
TOJIOBOKPYKEHUEM, HEYCTOMYMBOCTHIO (MIOCHIEAHSSI, BIPOUYEM, MOXET OTPaKaTh
paccTpoiicTBO  IIyOOKOM ~ YyBCTBUTENBHOCTH,  BECTUOYJISIPHOM  CHUCTEMBI,
CIACTUYHOCTh WJIM OOIIyH0 CcIa0OCTh), HEYKIIOXKECThIO, YTpaToil paBHOBECHS,
TpeMopoM. OOBEKTUBHO OOHAPYKUBAIOT CKAaHIUPOBAHHYIO pedb, PEHOMEH OTIauw,
aTAKCUI0 KOHEYHOCTEH WJIU MOXOJKH, TUCMETPUIO U UHTEHIIMOHHBIA TPEMOP; 4acTo
coobmarT o cumnTome Pombepra, HO OOBIYHO TOCTypasbHbIE HapyIICHUS
MPUCYTCTBYIOT U TIPU OTKPBITBIX, W TPH 3aKphIThIX Tlazax [XabupoB @D.A.,

AsepnsinoBa JI.A., babuuesa H.H., ['panatoB E.B., XaitOymun T.U., 2015].
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2.1.7. Jpyrue cumnrombl. Jlns PC, ocoOeHHO B ne0roTe, XapakKTepHBI
napoKkcU3MalibHble CHUHAPOMBI. M3 mocimenqHux  XOpomio  oxapakTepu30BaHbI
TOHUYECKUU CYyJOpPOTH U MapOKCU3MalbHasl aTakCUsi U IU3apTpusi, B 000UX CiIydasx
MPUCTYNBI OYE€Hb KOpOTKME — oT 10 ¢ mo 2 muH, dactoroil no 1040 B neHs,
MPOBOIUPYIOTCS  JIBMXKCHUSIMH ~ TUIEPBEHTWISAIMEH; TOHUYECKUM CyAOporam
CIIMHAJIBHOTO TMPOUCXOXACHUS ((PJeKCHUs KUCTH M PYKH) YacTO MPEIIIECTBYIOT
CEHCOpHBIC HapylieHus (kap, 00Jb) B MPOTUBOIMOI0KHON KOHEUHOCTHU; €CJIM CIa3M
3aXBaThIBA€T M JIMIIO, TO CEHCOPHBIE HApyIIeHUs OOBIYHO OTCYTCTBYIOT, a ouar
pacrionaraeTcsi B CTBOJIe; TO K€ CaMO€ KacaeTrcsl K OYEeHb KPATKOBPEMEHHBIM
AMU30/1aM IU3aAPTPUU U aTaKCUU. ENMHUYHBIE Cllyyan yKa3aHHBIX CUHIPOMOB OINKCaH
npu nopaxxkenuu [[HC npu CKB, HO B 11eioM OHU HacToibKo crienuduynbl ais PC,
YTO CUMTAIOTCS TOYTH MATOTHOMOHUYHBIMU. MeHee crneuupuyHbl Apyrue
MapOKCU3MAJIbHbIE CHUMIITOMBI — SI3bIKOTJIOTOYHAST HEBpaITUsi, MapOKCHU3MaIbHbIE
3yJl, BHE3amHas yTpara TOHYCa, KUHE3WOTCHHBIM aTeTo3, MKOTA, CErMEHTapHBIN
MUOKJIOHYC, K TapOKCHU3MaJbHbIM TaKXke€ OTHOCUTCA (QeHoMeH Jlepmurra u
TpUTEMUHANIbHAST HEBpANTHUs; mochequss pa3BuBaercsa npu PC B Oonee Monomom
BO3pPACTE U YacCTO OBIBAET JIBYCTOPOHHEH, HO B OOIIEM, B OTJIMUKUE OT MHOTUX JPYTUX
MapoKCU3MalbHbIX cUMOTOMOB, PC 00ycliOBIMBAaET O4€Hh HE3HAYUTEIBHYIO YacTh
ClIydyaeB TPOMHUYHON HEBpaiIruu, HaOmromaemMoll B pyTUHHON mpakTuke. [Tomumo
HEdMUWIEeNTUUEeCKUX, B Jebrore PC omucanbl W UCTUHHBIE JHUICHTUYECKHE
MPUCTYIBI, KaK MpaBuUiaX B pamkax cuHapoma sHuedanonatuun npu OPOM-
nono6HoMm niedrore PC.

[To HamMM cOOCTBEHHBIM JJaHHBIM, HAOOJIEEe YaCTHIMU CUHAPOMAMU B J1€0I0TE
PC (pucynok 10) ¢ Tonuyeckoil TOUku 3peHuUs ObUIM onTtuueckuid HeBpUT (16%) u
cungpom wMuenonatun  (20%), pexe OTMEUEHbl CTBOJIOBBIE HApYIICHUS W
Mo3keukoBble HapymieHus (13 u 7% coorBercTBeHHO). [lonymapHsie ceHCOpHBIE U
JBUTATEIbHbIC HAPYIICHUS BBISBICHB Y 11 1 8% nmanueHToB, a pa3nuyHble BApUAHTHI
nonudokanbHoro nedwora — y 14%. JIpyrue BapuaHThl Haudana 3a00JIEBAHUS MBI
HaOdoanu MeHee, yeM B 6% ciydaeB (IPEeUMYIIECTBEHHO, MapOKCHU3MaIbHbIE

HCITMJIICIITUYCCKUC CHMIITOMBEI, SMUICTITUYCCKHUC IMPHUCTYIIbL 151 CHUHAPOM
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sHueanomatun B pamkax OPOM-nomob6noro Hauanma PC) [Xabupor @D.A.,
Xaitoynnun T.U., I'panatoB E.B., ABepbsinoBa JI.A., babuuesa H.H., lllakup3stHoBa
C.P., 2015].

MonywapHbie MonywapHbie
:::;szeHHle: ABUraTtesibHble
HapylleHus
(11,47) I:,(‘,8,4)
- { A
Mo03)(e4KOBbI AL » P
Hapywehus | [/ 4% ”/‘\'J\ﬁ o,
(7,27) &EW“ —
AL
N—)EN, PEH (16,32)
CtBONOBbIE > (\\
HapyLluieHus 6
(13,73)
MuenonaTtusa /
(20,36) /X

Apyrve BapuaHTbl (5,65)

Pucynok 10. Hau6onee yacto nopaxaemoie ipu aedtrore PC ctpykrypst IHC. Ha
nonudoKaIbHbBIE BapUaHTHl JeO0Ta MPUXOAUTCS MpuOnu3utenbHo 14% ciydyaes
(ananu3 npoBejeH Ha O6onee, yeM 800 cinydasx de novo nuarHoctupoBanHoro PC 3a
nepuoa ¢ 2010 mo 2016 rr.).

2.2. KimHu4YecKue CHHAPOMbBI B Pa3BepPHYTOM cTaAnM 3a00/1eBAHUA

Kak um B 1eOrore 3aboneBaHms, XapakTepHas ocobeHHoctb PC —
MHOrooOpa3ue ero KIMHHYEeCKUX TmposiBaeHui. bone3ns  xapakrepusyercs
oOpazoBanuem B I[IHC paccesHHBIX 0YaroB BOCHAJECHUS, MOITOMY OOBIYHO
MpOSIBIIIETCST HAaOOPOM CHUMITOMOB, CBSI3aHHBIX C TOPAXKEHUEM Pa3TUUYHBIX
MPOBOJAHUKOBBIX CUCTEM.

Hns PC oueHb XapakTepeH CHHAPOM «KIMHUYECKON JIHCCOLMAI[UN»
(«paciuerieHus»), OTpaKaroluil HECOOTBETCTBUE MEXIAY CUMITOMAMU MOPAKECHUS
OJIHOW WJIM HECKOJbKUX (DYHKIMOHAJIBHBIX cucTeM. Hampumep, npu 1neHTpaJIbHOM
nape3e C TMOBBIIMIEHUEM MPONpHOPE(IEKCOB H HAIWYUEM MATOJOTHYECKUX

IMUpaMUJIHBIX 3HAKOB BMECCTO O)I(I/II[aCMOﬁ CIIaCTUYHOCTH O6Hap}’)KI/IBaIOT
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runotonuto. [pyroit tunuuneii st PC cuMntoM — (EHOMEH «ropsiueil BaHHBI»
(benomen  VYxtodda), xapakTepu3ylOIIUNUCSI BPEMEHHBIM  YCUJICHUEM  WIH
MOSIBIICHUEM CUMIITOMAaTUKW NP TOBBIIMIEHUH TEMIEPATyphl OKPYXKAIOMIEH Cpelibl
(ropsiuasi BaHHA, OaHs, MpUEM TOpsSYEH MUILIU, TUIEPUHCOJSALUS) WIH MOIbEME
TeMIepaTypsl Tena y 001bHOTO (hU3NYECKHE YIIPAKHEHUS, JINXOPAIKa).
KauecTBeHHYIO OLIEHKY HEBpOJOrHueckux HapymeHuid PC B COOTBETCTBUU C
MEXIYHAPOJHBIMH CTAHJAPTaMH MPOBOISAT C IMOMOIIBIO PACIIUPEHHOW MIKaNOM
nanBanmuau3anu  (EDSS),  Bkitouaromieil  cUCTEeMaTU3UPOBAHHYIO  OILICHKY
HEBPOJIOTHUUECKOTO cTaTyca 1no 7 GyHKIMOHANBHBIM cucTteMaM KyprTiike, a Takxke 1o

CroCOOHOCTH O0JIBHOTO K X0Jb0€ U CaMOOOCITY>KUBAaHUIO (pUCYHOK 11).
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Pucynok 11. [IIkana EDSS s oueHkH TSKECTH HEBPOJIOTUUYECKUX HAPYLICHUH Y
6onbubIx PC.

I'pynmoit aBtopoB (XabupoB @.A., I'panaroB E.B., Xaitoymmun T.U.,
AxmenoBa ['.M.) BrepBbie pa3zpabotan aBToMaTu3nupoBanHbii EDSS kanbkymnstop,

JIOCTYNHBIM B oOHJNaiH pexume B Qopme BeO-carita (URL: http://edss.ru),

MO3BOJISIIONIMNA MPOU3BOAUTHL pacuer Oamia EDSS Ha ocHOBe BBIOpaHHBIX OIIEHOK
CTEMEHW HWHBAIUAN3AIMU 1O (YHKIMOHAIBHBIM cUcTeMaM MiKaibl KypTike u

CIOCOOHOCTH K  mepeaBukeHUuto  (pucyHok 12). JlaHHBIH  KalbKyJISTOP
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(YHKIIMOHUPYET HA OCHOBE OPUTHMHAIBHOTO ajaroputMa omnpenenenus 6amna EDSS
B COOTBETCTBUU C OOHOBJICHHBIMU IIpaBUJIaMH pecypca Www.neurostatus.net.
[TpuiioxkeHue B Ka4eCTBE HIKCIEPTHOIO MHCTPYMEHTA U CIIPABOYHUKA ITOJIE3HO
IUISL BPAde€-HEBPOJIOTOB, CIEIUAIU3UPYIOMINXCS HAa JIHAarHOCTUKE W JICYCHHU
paccesaHoro PC u apyrux JeMUETUHU3UPYIOMUX 3a00J€BaHUM, U €XKETHEBHO
npuMmensomux mkany EDSS. Jlng pacmmpenus kpyra mnojbp30BaTened nporpaMmma
JOCTyMHA Ha 3 si3bIKaxX (AaHTJIUHUCKUHM, PYCCKUNA, HEMEIKHIT), a UHTepdeiic 0AMHAKOBO
ya00€H B UCIIOJb30BaHUU, KaK Ha SKpaHE KOMIIBIOTEPOB, Tak U cmapTdhoHoB. Ha
EDSS-kanpkynsatop monydeHo CBHIETENBCTBO O TOCYJApCTBEHHOM PETUCTpALMU

nporpammsl 1711 OBM Ne 2016610500 ot 13 ssuBaps 2016 r.

~A{EDSS.ru EDSS kanbkynatop

A\ calculator AN OLieHKV MHBaNAU3aLMM GONbHBLIX paccesHHbIM .
CKNnepo3om
%
‘ 3puTenbHasa hyHKLUA 0 - Hopma
’ CtBonoBas hyHKLUMSA 2 - YMepeHHbIA H1cTarm / apyrve nérkve
MupamnaHas dyHKUMS 0 - Hopma
|
ﬁ MoskeukoBas hyHKLUMS 3 - YMepeHHan aTakcua Tynoeuwa /
CeHCOpHaH q)yHKuMﬂ 3 - YMepeHHoe CHIHEHWE TakTWUNBHON,

DYHKUWA Ta30BbIX OpraHoB O - Hopma

Mosrosas hyHKUMA 0 - Hopma

AmbynaTopHOCTb

0 - CamocToATeneHaA xoaeha
(nepeaBKkeHe)

@ Eepss=4,0

Pucynok 12. O6pa3en untepdeiica onnaitn EDSS-kanpkynsaropa Ha pyCCKOM S3bIKE,
MO3BOJISIIONIMNA B aBTOMaTUUECKOM pexkuMme paccuutath 0amn EDSS (ckpuniior c
BeO-caiiTa http://edss.ru).

CoOTBETCTBEHHO TaTOreHe3y 3a00JIeBaHUS B Pa3BEPHYTOW KIMHUYECKOM
KapTUHE TOMUHUPYIOT ToiduMopdHbie cumnTombl mopaxkenus [[HC BcnenctBue
BOCMIAJMTEIIBHOTO W HEUPOJCTCHEPATUBHOE TOPAKEHUS MPOBOMSIINX ITyTEH,
0COOEHHO C Pa3BUTOM OBICTPONPOBOIAIICH MHEIWHOBOM OO0OJOYHOM: 3pUTEIHHBIC

IMyTH, NUPAMHUAHBIC TPAKTbI, MO3KCHKOBLIC IIYTH, SaI[HI/Iﬁ HpOI[OJ'IBHBIfI ITy4O0K,
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acCOIMaTUBHBIE BOJIOKHA MOJyIIApUil TOJOBHOTO MO3ra, 3aJHUE CTOJOBI CIIMHHOTO
Mo3ra u T.1. TakuM o0pa3oM, B HEBPOJIOTUYECKOM CTaTyce HaOIIOAl0T pa3iuyHbIe
COYETAHUSI ACUMMETPUYHOTO MOPAKEHUS 3PUTEIBHBIX HEPBOB (ONTUYECKUI HEBPUT C
BO3MOXXHOM  MOcCHenyromeld WX  4YacTUYHOM  arpodueil),  aucHyHKIUIO
IJ1a30ABUTaTEIbHBIX HEPBOB (pa3IMYHbIE BapUaHThl KOCOTJACHUS, JBOCHUE B Ija3ax,
narojoruyeckue  pedIeKTOpHbIe — TJIA30ABMKEHHMST B BHJE  HHUCTarma),
nceBA00yIB0apHBIA CHHAPOM, LIEHTPATIbHbBIE Mape3bl U MApaIuiu CO CIACTUYHOCTHIO,
MO3KEUKOBYIO CUMIITOMATUKY (IIaTKOCTh B MOJIOKEHUU CTOS U MPU XOJb0€, IPOKb B
KOHEUHOCTSIX, 3aMEJICHHOCTh U CKAaHAMPOBAHHOCTh PEUU, CHUIKEHHE MBIIIEYHOTO
TOHYCa), pPa3JIUYHbIE BapUAHTHI JAPOKATEIHHBIX TUIEPKUHE30B (JAPOKb TOJIOBHI,
TYJOBUIIA, KOHEUYHOCTEW), CEHCOpPHbIE HApyIIeHUs, HAPYIIEHUs (PYHKIHI Ta30BBIX
OpraHoB (3aJiep’kKa MOYHM, UMIIEPAaTUBHBIE TIO3bIBBI, 3aloOpbl, HEJEpKaHue),
KOTHUTUBHO-3MOIIMOHANBHBIN  CUMITOMOKOMILIEKC (paccTpoiicTBa aOCTPaKTHOTO
MBIIIUICHUSI, BHUMAHMS, TIOBBIIICHHE HACTPOEHUS, CHIKEHHE KPUTHKA U
CAMOKPUTHKH).

2.2.1. [Topa:keHue YepenmHbIX HEPBOB

OnTuueckuil HEBPUT HEPEAKO Pa3BUBACTCS KaK €IMHCTBEHHOE WU OJHO W3
nposiBlieHu ouepeaHoro odoctperuss PC u THIUYHO NPOSIBIASETCS OJJHOCTOPOHHUM
CHU)KEHHEM OCTPOTHI 3peHHs. 3peHHe OObBIYHO YACTUYHO WU TOJHOCTHIO
BOCCTAHABJIMBAETCS B Pa3JIMUHbIE CPOKH — OT HECKOJBKUX JHEW 1O HECKOJIbKUX
MeECSIIIEB, HO TMPHU YacThIX MOBTOPHBIX HEBPUTAX B KOHEUHOM HTOTE Pa3BUBAETCS
yacTuyHasg atpodusi 3pUTEIbHBIX HEPBOB C 0oJiee WM MEHEE BBIPAKECHHBIM
MEPMAHEHTHBIM 3pUTEIBHBIM 1€PEKTOM (KOTOPBIM, BIPOYEM, OOBIYHO HE JIOCTUTAET
MIOJTHOM CIIETIOTHI)

N3  nppyrux  yepemHbIX  HEpPBOB  Haubojee  4YacTo  MOPaXarTcs
rJ1a30ABUTaTEIbHBIE. [Tomumo HEIMOCPEACTBEHHOTO MOpakKeHUs
JNEMUEITUHU3UPYIOIIUM TMPOILECCOM BHYTPHUCTBOJIOBBIX YYAaCTKOB CaMHUX HEPBOB
IN1a30[BUTATEIbHbIE HAPYIIEHUST YacTO OOYCJIOBJIEHbl MOPAXXEHHEM 3aJIHETO
MPOJOJABLHOIO IMy4YKa B CTBOJE MO3ra C pPa3BUTHEM OJHO- WU JBYCTOPOHHEH

MEXBbAICPHON OQPTATLMOIUIETUU (IUIUIONHUS TPU JaTEepalbHOM B30pE, MPU ATOM
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HaOJIIOAAI0T HEBO3MOXHOCTh IMPUBEIEHUS TJIa3HOro s0J0Ka Ha CTOPOHE oyara, u
TOPU30HTAJIBHBIM HHCTarM B OTBOAMMOM Iua3y). OueHp yacTeiM cuMnromMom PC
ABJISIETCSI HUCTarM, KOTOPBIA MOXET ObITh MPEACTABICH MNPAKTUYECKUMU BCEMHU
BapUaHTaMU B 3aBUCHUMOCTH OT JIOKaJIU3alMU o4ara nemuenuHuszanuu. Hampumep,
TOPU30HTAIBHBIM HUCTAarM, HEPENKO C POTATOPHBIM KOMIIOHEHTOM, CBS3BIBAIOT C
[IOPaXEHUEM CTBOJIA MO3ra, MOHOKYJISIDHBII — C BOBJIEYEHHEM B IIPOLECC
MO3XK€4YKa, a BEPTUKAIbHBIA — C IOPAXEHUEM OpAJIbHBIX OTAEJIOB CTBOJIA MO3Ta.
[Ipn Hamuuuu HHUCTarmMa OOJIBHBIE YACTO MPEABSIBISIOT KaJloO0bl HAa HEYETKOCTb
3pEHUS WU WLTIO3UIO IPOKAHUS IPEAMETOB (OCHUIIONCHS).

Hepenku u cumnromsl co ctoponsl V u VII map yepenHbix HEPBOB, CBA3aHHBIC
C mopaxeHueM (OPMHUPYIOIIKUX HMX BOJOKOH B CTBOJIE Mo3ra. Tak, MOpakeHue
BHYTPHUCTBOJIOBOM MOPILIMH JULEBOTO HEPBA NPOSABIISIETCS NMEPUPEPUUECKUM Mape30M
JULIEBOM MYCKYJATypbl, KOTOPbIH B HEKOTOPBIX ClIy4asX SBJISACTCS YacTbIO
AJBbTEPHUPYIOLIET0 INEMUIUIErHYECKOTO0 CUHIPOMA. XapaKTEPHBIM Ul IOPAKECHUS
muueBoro Hepsa npu PC sBisieTcss OTCYTCTBME NPHU3HAKOB TpyOOro mnopaxkeHwus,
HECTOMKOCTh CHMIITOMOB, a TaKK€ 4acTO€ COYETaHHWE C nopaxkeHueM apyrux UH.
[Ipn npeobnafaHuy UpPPUTALMM BOJIOKOH JIHMIIEBOTO HEPBAa BO3MOXKHO TOSIBICHHE
JULEBOM MUOKMMHUHW WX JIMLIEBOTO remucnasma. IlopaxeHue TpOMHWYHOTIO HEpBa
MOKET MPOSBIISITHCS HEBPAITHEN JIMO0 HApYIIEHHMEM YYBCTBUTEIBHOCTH Ha JIULE U
[1ape30M JKE€BATEJIbHBIX MBIIIIL.

[TopaxxeHne cBA3€d BECTUOYJISPHBIX sii€p C JOPYTUMHU  CTBOJIOBBIMHU
CTPYKTYpaMH M  MO3KEUKOM IIPOSBIISICTCA CHUCTEMHBIM  TI'OJIOBOKDPY>KECHUEM,
CONPOBOKIAIOIIMMCS TOINHOTOM W PBOTOM; IIPU OAHOBPEMEHHOM IOPAKECHHUU
BOJIOKOH, OTHOCAIIUXCS K ciyxoBou nopuuu VIII maper UH, BO3MOXKHBI 1IyM B yXe€
U/WIM  CHIDKEHHME CiyXa (MOCIEAHHE CHUMIITOMBI HE OTHOCATCS K YacThIM
nposisnenusim PC).

[TopaxxeHre BHYTPUCTBOJOBBIX MOPLUHMA HEPBOB OyJabOapHON  TPYIIIbI
NPUBOAMT K Pa3BUTHIO Mapajnuya MBI MATKOro Heba, INIOTKH, TOPTAaHU M S3bIKa,
YTO MPOSIBISIETCS AU3apTpuei, nucdarveit u nuchoHuen, KOTopble, BIPOUYEM, Yalle

ABIAIOTCA CICACTBHUCM HAAbAACPHBIX HOpa)KCHHﬁ, T.C. BO3HHMKAKOT B paMKax

36



nceBao0yIb0apHOrO Mapajiinya, COMPOBOXKIAACH HACWIHCTBEHHBIM CMEXOM WJIU
IJIa4eM.

2.3.2. Ilopakenue nupaMHUIHbIX IyTeH

CumMnToMBbl MOpaXKeHUs MUPAMHIHOTO TpakTa — Hauboliee dYacToe
nposisienne PC u ocHOBHas MpUYMHA MHBAIUIU3ALMUA OOJIbHBIX. B 3aBUCHMOCTH OT
PaCIONOKEeHHUsT oyara y OOJBHBIX MOTYT OBITh LEHTpajbHbIE MOHO-, T€MU-, TPU- U
TeTpamnapesbl, HO B Haubombie crenenn s PC xapakTepeH HUXXKHMM mapamnapes.
[Tape3pl, Kkak TpaBWJIO, COMPOBOXKIAIOTCS  CHACTUYHOCTHIO, TOBBIIICHHEM
nponpuopedieKkcoB, KIOHyCaMH CTON M KOJEHHBIX 4YallleueK, MaTOJIOrMYeCKUMU
CTOMHBIMU 3HaKaMu (dYalie pa3rudaTeabHOrO THUMA) W CHUXKEHHEM KOXKHBIX
pediiekcoB, B MEpBYI0 oyepeabr OpromHbiX. TeM He MeHee, HepeIKO HaOII0IaroT
COYETAHHE ULECHTPAIBHOIO Tape3a ¢ BBIPAKEHHOW MBINIEYHOW THIOTOHUEH
(BcrmencTBue MOpAXKEHHUS MO3XKEUKa W/ WIn MPOBOJHUKOB r1yOOKOU
YyBCTBUTEJILHOCTH) WK C JUCTOHUEH, B TAKUX CIydasX MPONPHOPEdIIEKCHl MOTYT
OBITh CHUKEHHBIMU UJTU JIJAXK€ OTCYTCTBOBATb.

2.2.3. HapyuieHusi CEHCOPHBIX MyTel

Hapymienus uyBcTBUTENbHOCTH HaOmoa0T O6osiee uem y 80% Oonpubix PC.
Hanbonee uacteie cuMnTombl, KOTOpbie OosibHbie PC mpeabsBisiiOT BO BpeMms
OCMOTpA, 3TO YYBCTBO OHEMEHMUS, KXKEHHUSI, ONIYIICHUE «II0JI3aHUS MypalieK». ITH
HapylIeHUsI HEPEeAKO HOCAT HECTOMKHIl XapakTep, YacTO COMPOBOXKIAIOTCS
OOJIeBBIMM  OUIyIIEHUSIMU. PaccTpolicTBa  UyBCTBUTEIBHOCTH  MOTYT  OBIThH
MPOBOJAHUKOBBIMU HIIH, PEXKE, CErMEeHTapHbIMU. Hepeako HaOmI01al0T 1 MO3auyHbIe
paccTpoiictBa 4yBcTBUTENbHOCTH. [ligs PC TunMuHbl HapylieHHs TIyOOKOi
YyBCTBUTEJIILHOCTH, B YACTHOCTH BHOPAIIMOHHOW, U MBIIIIEYHO-CYCTaBHOTO UyBCTBA,
YTO COIMPOBOXKIAETCA PA3BUTHEM CEHCUTHBHON aTaKCUU W CEHCUTHUBHOIO Mapesa.
[Ipu noxkanu3anuu o0dYaroB JeMHUEIMHU3AIMUKA B CHOUHHOM MO3re, OCOOEHHO B
npejenax 3aJlHUX CTOJIOOB, BO3MOXKEH CUMITOM JIepMUTTa — BO3HUKHOBEHUE MPU
HaKJIOHE TOJIOBBl MapOKCU3MAJIbHOTO OIIYIIEHUS MPOXOXKIACHUS HIEKTPUUYECKOTO
TOKa BJOJIb MO3BOHOYHUKA, UHOTa UPPATUUPYIOIIETO B KOHEUHOCTH.

2.2.4. Mo3xKe4KOBbIe HAPYLICHUS
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MoszxkeukoBbie HapytieHus pu PC MoryT ObITh IPEeACTaBICHBI CTATUYECKON U
JTUHAMHUYECKON aTakCHel, Mc- U TUIIEpMETPUEH, aCUHepruel, MUMOIIONAJaHUEM B
KOOPJIMHATOPHBIX Mpo0ax, CKaHAMPOBAHHON peubl0 U Merajorpapuei, CHUKEHUEM
MBIIIEYHOTO TOHYCA, aTaKTHYECKOW MOXOJKOW. YacTo HaOMoAar0T MHTEHUMOHHBIN
TPEMOp; B CIy4yae MOPaXeHHs] BOJOKOH, CBSI3BIBAIOIIMX 3yOuaThle U KpacHbIE f]Ipa,
pa3BuBaeTcs TpeMop Xoimca (TpeMOp TIOKOs, KOTOpBIM yCWIMBAaeTCs B
MOCTYpAJIbHBIX ~ YCIIOBHSIX a TIPU TMONBITKE II€JICHANPABICHHBIX JBHKCHUMN
TpaHcopMUpyeTCsl B KPYIMHOPA3MAIIUCThIE HEMPOU3BOJILHBIE JBUXKEHUS, KOTOpPbHIE
MOT'YT paclpOCTPaHATHCS Ha TOJIOBY U TyJoBuile. [Ipu mopakeHnu 4epBsi MO3KEUKa,
MOMUMO TSDKEJIOW CTAaTHYECKOM aTaKCUU BO3MOXEH aKCUAJIbHBIA TPEMOpP TOJIOBBI
u/unu tynosumia (tutyoanus) [ABepbesiHoBa JI.A., 2014].

2.2.5. TazoBble HapyLIeHHUS

Y nopamistomiero OOJBIIMHCTBA OOJBHBIX, OCOOEHHO TPU TMOPAKECHUU
CIMHHOTO MO3ra, Ha ONpPEAEICHHOM 3Tane 3a00JieBaHUsl BO3HHUKAIOT PacCTPOMCTBA
(GyHKIIUNA Ta30BbIX oOpraHoB. B pe3ynbrare Hapyiiaercss CUHXpOHHas paboTa
JeTpy30pa U CHUHKTEPOB MOUYEBOIO IY3bIpS: THIEp- WIKM apediekcus AeTpy3opa,
IETPY30pHO-C(PUHKTEpPHAS JUCCUHEPTHU.

Cumnromel runeppedIekcuu JAEeTpy30pa — YYAIIEHHOE MOYEHCIyCKaHHE,
UMIIEpAaTUBHBIE TMO3bIBBI W HEylepkaHue Mouu. Apeduekcust aerpyzopa —
OTCYTCTBHUE MO3bIBOB K aKTy MOYEHCIYCKaHHs, MMEPENOJTHEHUE MOYEBOTIO MYy3bIps U
HEJep)KaHWEe MOYHM, 3aTPYyJAHEHHOE MOYEHCITyCKaHUE BSJIOW CTpYyeW, OILyIICHHE
HEIOJIHOTO OINOPOKHEHHS MOYEBOro My3blpsA. /[ aeTpy30pHO-CPUHKTEpPHOM
JUCCUHEPIUU XAPAKTEPHO HEMOJIHOE OMOPOKHEHHE MOYEBOTrO ITy3bIpsl C OCTATOYHOM
MOYOUM (BO3MOKHOCTh Pa3BUTHUSl BOCHAJIUTEIBHBIX OCIOXXHEHUMN), MPEPHIBUCTOCTD
CTPYH MOYH, 3a/I€PKKH MOUYEHCITYCKAHMS, COMPOBOXKIAIOIINECS OOJIbI0 B HUKHUX
OTJIeJax KUBOTA U IPOMEXKHOCTH.

Hapymienuss ¢yHKuuu mnpsMol KHUIIKA HaOJIIOAaI0T HECKOJBKO pexe, 4eM
MaTOJIOTHIO Moueucnyckanus. OHU OOBIYHO MpEACTaBJIEHBI 3amopamu, Ooyiee WM

MCHEC CTOﬁKHMH, PEXKEC — HMICPATUBHBIMHU II03bIBAMHX Ha OIIOPOXKXHCHHC
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KUIIIEYHUKA U HEJAEep’KaHUEeM Kaja (MpU JOKaJIU3allMu OYaroB JIEMHUEIUMHU3AIUU B
MOSICHUYHO-KPECTIIOBOM YacTH CHMHHOTO MO3Ta).

Hapymienuss QyHKuuii Ta30BBIX OPraHOB Y MYXYUH OOBIYHO COYETAIOTCS C
CEeKCYaJIbHOU MUCPYHKIMEH (HApyLIEHUEM 3PEKIIUU U AKYIISIUN).

2.2.6. KorHuTUBHBIC U ICMX03MOLMOHAJIbHBbIE PACCTPOMCTBA

PaccTpolicTBa NCUXUYECKUX U MHTEIIEKTYaIbHO-MHECTUYECKUX (YHKIIUN Kak
CJIEICTBHUE CaMoro 3a00JeBaHMS WIM KaK MCHUXOJOTHYECKYI0 PEaKIMi0 Ha OOJE3Hb
orMeydaroT yacto. OHU MOTYT OBITh MPEICTABIEHBI dMOLMOHAIBHO-a((HEKTUBHBIMU
HapylIIeHUsIMU: Jenpeccueit, siidopueii, HeBpO30MOI00HBIMU COCTOSIHUSIMU, PEXKE —
ncuxo3amMu. Y dactu OonbHBIX PC HabOmomaroT maHudeckwe ataku. [Ipu Ooree
JETKUX BapUaHTaxX TeueHMs] 3a00JIeBaHUSI OTMEUYAIOT JaOWJIBHOCTH HACTPOCHMUS,
aKIICHTYAaIUI0 BPOXKIACHHBIX OCOOCHHOCTEHN JIMYHOCTH, AallaTUYECKUE U TPEBOKHBIE
cocTostHusA. Hapsity ¢ 3TUM MOTYT pa3BUBaThCAd KOTHUTHUBHBIE pPacCTPONCTBA:
HapylIeHUusT MaMsITH, BHUMAaHUS, aOCTPAKTHOTO MBIIIJIEHUS, CHMXKEHUE CKOPOCTH
MBIIIUIEHUSI, CKOpPOCTH oOuleHKu wuHpopmanuu. Ilo Mepe mporpeccupoBaHus
3a007eBaHus MOKET (POPMUPOBATHCS JIETKAsK WU JaKe YMEPEHHas IEMEHITUSI.

Jns PC oueHb XapakTepeH CHHAPOM XPOHHUUYECKOH YCTalOCTH — ObICTpast
¢duznyeckas yroMmiasieMOCTh C HEOOXOJAMMOCTBIO B YaCTOM OT/BIXE, SMOIMOHANIbHAS
HUCTONIAEMOCTh, HECIOCOOHOCTh  JIOJATO  KJaTh, OrpaHUYEHHWE MOTHUBAIIUH,
COHJIMBOCTh. OCOOEHHOCTHIO 3TOr0 cuHapoMa npu PC sBusiercst TO, YTO yCTalIOCTh
OOJIbHBIX HE aJieKBaTHA (PU3MUECKON WM Kakoi-mu0o Apyroil Harpys3Ke.

2.3. Tunbl Te4eHUs M KIIMHUYECKUE (DEHOTHUIIBI PACCESIHHOTO CKJIepo3a

B 3aBucuMocTH OT THMNAa TEUYEHHUS TPAAUIIMOHHO MPUHSATO BBIAEISATH YETHIPE
ocHoBHbIX Tumna TedeHus PC [Lublin FD, Reingold SC., 1996; Confavreux C.,
Vukusic S., 2014].

2.3.1. PenuauBupymwinee-pemurrupyrommii PC xapakrepusyercs Haauduem
SCHO ONpEeAeNsIeMbIX OOOCTPEHHM ¢ TIOJIHBIM BOCCTAHOBJICHHEM WJIH C
MOCHEACTBUSIMU U PE3UAYyAIbHBIM Je(DUIIUTOM, MEPUOABI MEXIY OOOCTPEHUSIMU
XapaKTepU3ylTCd OTCYTCTBHEM MPOrpecCUpoBaHUs 3a0o0yieBaHUsS. JTO Haubosee

yacTelil Bapuant PC, Ha Hero npuxoautcs ot 80 10 90% Bcex ciaydaeB 3a001€BaHMs.
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2.3.2. BropuuHo-nporpeccupywimmii PC xapakrepusyercs HACTYIUIEHUEM
nocJie Ha4yaJbHOIO pPELUIUBUPYIOIIEE-PEMUTTUPYIOIIETO TEUYEHUS
MPOTPECCUPOBAHUEM, COMPOBOKIAIOIMIMUMCS WU HE COMPOBOXKIAIOIMIUMCS BpEMS OT
BPEMEHHU BO3HHUKAIOIIUMU OOOCTPEHUSIMU, MUHOPHBIMUA PEMUCCUMU WU NEPUOIAMU
mnato. [lepuon ot Hayana 3abosieBaHus JO HACTYIUICHUS CTAJUU MPOTPECCUPOBAHUS
BapbUPYET U MOXKET COCTABIATH B cpeaHeM oT 9 1o 20 et u 6olee.

2.3.3. IlepBUYHO-TIPOrpecCHPYOLIHI PC XapaKTEPU3yeTCs
MPOTPECCUPOBAHMEM C Hauajia 3a00JeBaHMs, BO3MOXHBI BpeMsi OT BpPEMEHHU
BO3HUKAIOIME MEPHUOJIbI IJATO WM BPEMEHHbIE MHUHOpHBIE yiyuieHus. Ha sty
6onee peakyro ¢popmy npuxoautcs 10 10% Bcex ciryuyaeB 3a00yi€BaHUS.

2.3.4. IlIporpeccupywouie-pennauBupywomuii PC  xapakrepusyercs
MPOTPECCUPOBAHUEM C Hayaja 3a00JieBaHUs, C ICHBIMU OCTPHIMU OOOCTPEHUSIMU, C
MOJHBIM BOCCTAHOBIICHHMEM WM 0€3 Hero, Mepuojbl MeXIy OOOCTPEHUSIMU
XapaKkTepU3ylTCd  MOPOJOJDKAIOIIMMCS — IporpeccupoBanreM. Takoe  TedeHue
OTMEYAIOT y HE3HAYUTEIbHON YacTU MAlMEHTOB C MEPBUYHO-IPOTPECCUPYIONIUM
3a00JI€BaHUEM.

[Ipu »Ttom moam obGoctpernnem PC mnoapasymeBarOT pa3BUTHE HOBOW WU
YCUJIEHHUE YK€ MMEBIIECUCS HEBPOJOTHUYECKON CHUMMITOMATUKH, TUIUYHOWU IS
OCTpPOTO BOCITAJIUTEIBHOIO JEMUEITUHU3UPYIOIIETO [IOpaXKEHUS [HHC,
MPOJOIKUTEILHOCTEIO HE MeHee 24 4YacoB, MpU OTCYTCTBUM JUXOPAIKU WU
uHdekuronHoro mnponecca. Cumntombel ob6octpenuss PC  moryr ObITh Kak
MOCTOSTHHBIMHU, TaK U MapOKCU3MaIbHBIMU (MHOKECTBO 3IHU30/10B MaPOKCU3MAIIbHBIX
paccTpoiicTB B TeueHue He MmeHee 24 wyacoB). Kpurepum obGoctpenuss PC EDSS
OOBIYHO BKJIIOYAIOT TMOBBINICHHE OIICHKM Ha 1 Oamin mo MeHblied mepe B 2
(YHKIIMOHATBHBIX CUCTEMaxX WM Ha 2 Oamia B 1 (QyHKUMOHANBbHOW CUCTEME WIH
noBeimeHue orneHku EDSS ne menee wem Ha 0,5 Oamra. [IBa oboctpenus PC
CUMTAIOTCS pa3/ieNIbHBIMU, €CJIM BPEMEHHOW MHTEPBAJI MEXIY 3aBEPILICHUEM MIEPBOTO
U Ppa3BUTHEM BTOpOro oOocTpeHus coctaBiasier He ™eHee 30 nueit. I[loxg
MPOTPECCUPOBAHUEM 3a00JieBaHUsI OOBIYHO MOHUMAIOT MOCTENEHHOE HapacTaHUe

CTEIMEHU HEBPOJIOTUMYECKUX PACCTPOICTB B TeueHue 1 roga u Oosee.
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Hapsiny ¢ mepeunciieHHbIMH TMPU3HAHHBIMU OOJIBIIMHCTBOM HCCIEAOBaTENEH
BAPUAHTOB TEYEHUS MHOTAA BBIICIAIOT €€ HECKOJIBKO JOMOIHUTEIIbHBIX.
Hanpumep, noOpokadectBenHoe TeueHuss PC ¢ pa3BuTHEM MUHUMAIIBHBIX
HEBPOJIOTUUECKUX CHUMMOTOMOB Ha mpoTsokeHuu 10 u Oonee €T, TpaH3UTOPHO-

Mporpeccupyoiiee TeueHue (pucyHok 13).

HeBponornyeckmi

aeprunt M N 0T PC

BMNT PC

TnT PC
™

MnnT PC
/rL/ﬂ/ NPT PC
T Bpewms
[ebioT
3aboneBaHus

Pucynok 13. Tunsl Teuenus paccessuaoro ckieposa (PC). «Knaccuueckue»: PP
PC — peuunnuBupyromee-pemutupytomee reuenue PC; BIIT PC — BropuuHo-

nporpeccupyromee teuenue PC; IIIIT PC — nepBuuHO-nporpeccupyroniee
teuenue PC; [IPT PC — mporpeccupyrome-penuauupytomee teuenue PC.
Homonuutenpubie: JIT PC — moOpokauectBennoe teuenne PC; TIIT PC —

TpaH3UTOpHO-TIporpeccupytoiiee teuenue PC. AnmantupoBano u3 [Lublin FD,
Reingold SC., 1996; Bitsch A., Bruck W., 2002].

B mocnennue roasl B CBA3M ¢ HEOOXOAMMOCTHIO 0ojiee aJeKBaTHO OTPaKaTh
COBpPEMEHHOE IOHMMaHue mnartoreHe3a PC, a Takxke C LeIpl0 MHPOKOTO
pactipoctpanenus tepmuHa KUC u HeoOXOAUMOCTHIO YUMTHIBaTh HE TOJIBKO

KIIMHUYCCKYIO, HO U MPT axkTHUBHOCTH 336OHeBaHI/IH, KIIACCUYCCKUE THIIBI TCUCHUA
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obuTn miepecMmoTpenbl U B 2013 1. OmnpeneneHue HOBBIX (DEHOTUIIOB TEUYEHUS U UX
COOTHOIIIEHHE C TPAJAUIIMOHHBIMU TMpencTaBieHo Ha pucynke 14 [Lublin F.D.,

Reingold S.C., Cohen J.A. et al., 2014].

1996 2013
Cy6Ttun ®eHoTHN
] oy —
He axTuBHbIA
B [/ Y

KnuHuyecku

C nonHbIM BOCCTaHOBNEHHUEM M20NUPOBAHHLI

or obocrpeHus

/ CHHAPOM \

AKTUBHbBIA
Peunausupyrowe-
peMuTTHpYOWmin PC
/ He aKTUBHBIA
Jun Y,
Peunaneupyrowe-
C nocneactensMy nocne peMUTTHPYIOWHn PC
HENONHOro BOCCTAHOBNEHHUA
nocne o6oCTpeHUus \\ Naisizint
AKTHBHBIA

1996 2013
Cy6tun deHoTMN

NN (nporpeccuposadne ¢ Havana
GonesHun, C BPEMEHHbIMK NNATO,
HE3HAYUTENBHEIMW PEMUCCUAMK
WK ynydwennamu, nnbo 6e3 Hux)

;

AKTHEHLIA 1 € NPOrPECCHPOBAHKEM

Mporpeccuposanne
C Hauana GonesHu )—VJ—LFI
(nm)
AKTHEHBIA W BE3 NPOrpeccHpoBaHUA
BN (nporpeccupoBanne nocne
Nporpeccupytouwee HAYANLHOrO PEUNAMENDYIOWEro Mporpeccupytowee
3abonesanune TEYEHURA, C HE3HAYNTENbHBIMK 3a6onesanne
0BOCTPEHUAMI NN DEMUCCHAMMN,
nubo 6e3 Hux) (Br)
MNporpeccupoBanmne R
He AXTUBHER, HO C NPOrpeccHpoBanned
nocne HavanbHoro
PELMAMBUPYIOWEro
TEUEHURA

MNP (nporpeccypoBaHye ¢ Havana
6ONe3HN, HO C ABHbIMK
KNHHHUYEeCKnMH OBOCTDQHMHMM
C NONHBIM BOCCTAHOBNEHHUEM,
nubo 6ez rakosoro)

\

He akTnensii u BE3 NPOrpeccnpoBanun

Pucynok 14. Hosbele omnpenenenuss tunoB teueHuss PC. CoxpaHseTrcs pas3iencHue
THNA TEYEHUS HA PEUUIAMBUPYIOUIE-PEMUTTUPYIOIIEE W  IPOTPECCUPYIOLIECE.
Omnpenenenuss peuuaIWBOB W NPOTPECCUPOBAHUS HE  HW3MEHWINCH, OJIHAKO
nonosHutenbHo BBeAeH Genotun KUC u geckpunTop «akTUBHOCTH» IMOJ KOTOPOM
MOApPa3yMEBAIOT HAIMYKE JU0O0 KIMHUYECKUX 000CTPEHUM, MO0 KOHTPACTUPYEMBbIX,
HOBBIX WJIM IBHO yBennW4YeHHBIX T2 ouaroB Ha MPT, koTOpyr0 mpoBOJAT HE pexke,
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yeM 1 pa3 B rox. (oueBujpHo, uto aktuBHBIM KHUC mnepexogutr B QeHOTHUI
peuuauBupyonie-peMuttTupytoniero tedenus PC). AnantupoBaHo u3 myOJuKanuu
Lublin F.D., Reingold S.C., Cohen J.A. et al., 2014.

2.4. BpeMeHHBbIE CTaAUU PA3BUTHS

[[lupokoe BHeApPEHHWE TEPMHHA «KIMHUYECKU H30JIUPOBAHHBIN CUHIPOM»
(KUC), a 3arem u TepmuHa «PaauonOoruyecku HU30JUPOBAHHBIM CHHIPOMY
MOCTY>KWJIO OCHOBOW /ISl Pa3pabOTKU KOHLEMIIMU O BPEMEHHBIX CTaJUSIX Pa3BUTHS
PC. Ilonm KHMC mnoHuMamT NEpBBIM SNU30[l HEBPOJOTMYECKUX HAPYIIEHUM,
OOyCIIOBJIEHHBIX BOCHAJIUTEIBHBIM JAeMUETUHU3UpYyomUM mnopaxenuem [[HC,
KOTOpO€, TeM HE MEHee, He YAOBJIETBOPSET (OpMaIbHBIM JHUAarHOCTUYECKUM
KpUTepusiM  peruauBupytomiee-peMmuttupyomnero PC, 00blYHO B CBSI3U  C
OTCYTCTBUEM KPUTEPHUSL JUCCEMHUHAIIMM BO BpPEMEHH. ECTECTBEHHO, UPE3BBIYANHO
BAXKHO MPOBEJEHUE THIATEIbHON AuddepeHInanbHOl TUAarHOCTUKYA U UCKIIOUEHUE
npyrux npuunH Takoro mnopaxeHus [HHC. KUWUC wmoxker ObITh MOHO- WU
MyJIbTU(OKATBHBIM,  MOHO- WM  MNOJUCUMOTOMHBIM.  HaubGonee  yacTbie
MoHo(pokanbHbie BapuaHThl KMC — onTuyeckuii HEBPUT, HEMOJIHAS TOMNEpedHas
MHENONAaThs, BCEBO3MOXHBIE CTBOJIOBBIE CHHJIPOMBI, TNOJYLIAPHBIE OYaroBbIC
nopaxeHusi. Ha cerogusimHuii 1eHb HE CYIIECTBYET HU OJHOTO HAAEKHOTO CIoco0a,
C MOMOIIBI0 KOTOPOT0 MOXHO ObUIO OBl ompeaenuTh, MoxkeT au (1 korga) KHUC
nepeiitu B PC, XOTS W TpEeIIOKEHO MHOMXECTBO pPa3IMYHBIX OMOMapKepoB U
MPOTHOCTUYECKUX (PaKTOPOB.

Urto KacaeTcsi TEpMUHA «PATUOJIOTUYECKH M30JUpOBaHHbId cuHapom» (PUC),
TO MOJ, HUM TNOAPa3yMEBAIOT clydyailHO oOHapyxeHHble npu MPT wu3MeHenwus,
tunuuabie 111 PC, HO B OTCYTCTBHE KAaKUX JIMOO KIMHUYECKHX MpOsiBIeHUM. [l
KOHCTaTanuu Hanuuusi y cyobekta PHUC HEoOX0AMMO BBIMOJHEHHE CIIEIYIOMINX
kpurepueB [Karussis D., 2014].
A. 1. oBoumHoW (OpMBI, XOPOIIO OTIPAHUYEHHBIE, TOMOTEHHbIE OYaru ¢

BOBJICUCHHEM MO30JIMCTOTO TeJIa UM 0e3 TaKOBOTO,
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2. pasmep T2 runepuHTEHCHHBIX O04YaroB 0ojiee 3 MM U OHHU YJIOBJIETBOPSIOT
kputepusiMm bapkoBa (He wmenHee 3 u3 4) B IUIaHE AWCCEMUHAIIMU B
MPOCTPAHCTRBE;
3. aHoManuu OeJoTO BEIIECTBA HE COOTBETCTBYIOT BACKYJISIPHOMY MATTEPHY;

b. B aHamHe3e OTCYTCTBYIOT PEMUTHUPYIOIIUE KIMHUYECKHUE CUMIITOMBI
HEBPOJIOTUYECKON AUCHYHKIUY;

B. MPT anomManmuu He acCOUMUPYIOTCA C KIWMHUYECKUM OYEBUIHBIMU
HapyIICHUSIMUA COLIMAIIBHOM, podeccuoHanbHOM win o0uiei chepe PyHKImif;

I'. Anomaiiuu Ha MPT He cBsi3aHbl HampsIMyr0 C BO3JEHCTBHEM CyOCTAaHLIMIA
(HAPKOTUKH, TOKCUHBI OBITOBBIC) WU METUIIMHCKUMU COCTOSIHUSIMU;

J. MPT @¢enotun He COOTBETCTBYET JEHKOApeo3y WM PaclpOCTPaHEHHBIM
aHoMaJIuAM OeJoro BeriecTBa 0€3 3axBaTa MO30JIMCTOIO TENa;

E. He MoryT ObITh 00BSICHEHBI HHBIMU MATOJIOTUYECKUMU MPOIECCAMH.

Puck tpancpopmaruun PUC B KUC To4HO HEM3BECTEH, HO OH MOBBIIIAECTCS
npu Haluuuu cnuHanbHbIX o4aros [Gelfand J.M., 2014]. Takum obpa3zom, de facto
PUC npencraBnsier cobOoit cyOknmuHudeckyro ¢opmy PC, wucxoms wu3 »3toro,
BpEMEHHBbIE CTaguud 3a00JIeBaHUSI MOXHO TMPEJACTABUTh Kak  CIEAYIONIYIO
nocnenoBarenbHocTh: PUC — KUC — peunauBupyrome-pemurtupytomnii PC —
BTOpHUUYHO-TIporpeccupyromuii PC.

2.5. OcoOble (peHOTHIIBI PACCESTHHOIO CKJIEP03a

Breinensitor Heckonbko BapuaHTOB PC, KOTOpBIE OTIMYAIOTCS OT OOBIUHBIX
ciydaeB MO0 0coOeHHOCTAMM TeueHwus, 6o MPT (wim maroMmopdonoruyeckoit
kapTuHbl). Tak, BeiaenseTcs 3j10kauyecTBeHHbIN BapuaHT PC — GoJie3n MapoOypra.
JInsi Heé TUMHMYHBI OCTPOE HAYa0 C MPEUMYIIECTBEHHBIM TMOPAKEHHEM CTBOJA
Mo3ra, OBICTpO€ TMporpeccupoBaHue 3a00JeBaHUsl, OTCYTCTBUE PEMUCCHI.
HeoGpaTuMble HEBpOJIOTHUECKHUE HAPYLIEHUS] OY€Hb OBICTPO YCHUIIMBAIOTCA, U Yepe3
KOPOTKHE CpPOKM OOJIbHOM y»Xe€ UCHBITBIBAET TPYIHOCTH, CBS3aHHBIE C
MepeIBIKEHUEM U camoo0cTykuBaHueM (orieHka 6 0aminoB u 6osee no mkaie EDSS

yepes 3 roja ¥ paHee oT Havasa 3a00JIeBaHMS ).
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Takum oOpaszom, 3a00JieBaHUE XAPAKTEPU3YETCSI OCTPHIM HAYaJIOM, TSXKEIbIM
TEUEHHEM C OBICTPHIM HACTYIUJIEHHEM BBIPAKEHHBIX HapylIeHUM (DYHKIUN, BIUIOTH
no JeranbHoro wucxoga. Ha MPT oOHapyXuBarOT MHOXXECTBEHHBIE OYaru
JEMUEITMHU3ALNY PA3JIMYHOIO pa3Mepa, B TOM YKCII€ KPYIHBIE, C IEPEKPHIBAIOITUMU
IpyTr Jpyra 30HaMu Nepu(OKaTIbHOrO OTeKa. XapaKTEPHO KOHTPACTHOE YCHICHHUE
04YaroB, UX JIOKAJIU3allKs B CTBOJIE MO3Ta.

Konuenrpudeckuii ckjepo3 (0oJsie3Hb bajio) — OTHOCUTENIBHO PEAKHH,
obicTpornporpeccupytomuii Bapuant PC y nui Mosiogoro Bo3pacrta, mpu KOTOPOM
oTMeuaeTcsi o0pa3oBaHHE OOJBIIMX OYAroB JEMHUEIWHHU3AIMHA B O€IOM BEIIEeCTBE
MOJylIapuid, HWHOTJAa C BOBJIEYEHHEM ceporo BemecrBa. (Ouarn CcoOCTOSAT U3
yepeayrnmxcs: o0sacTel moJHONW U YaCTUYHOM JeMUETUHU3AIUN, PACIIOTO0KEHHBIX
KOHIICHTPUYECKU WM XAOTHUYHO, YTO CO3/JAaeT THUIUYHYI0 MaToMOP(OIOTHYECKYIO
KapTHHY, B OOJIBIIUHCTBE ciyyaeB Busyanusupyercs npu MPT (Onsimku
MPECTABIICHBl YEPEAYIOIIMMUCI KOHIIEHTPUUYECKUMHU ydyacTkamu). B yactu ciyuaes
3a007€BaHUE MOXET MMETh OTHOCUTEIIBHO JOOpPOKAaYeCTBEHHOE TEYeHUe, B
O0COOEHHOCTH npu CBOEBPEMEHHOM POBEJACHUU MyJIbC-TEpanuu
[IIOKOKOPTUKOUAMU.

I[lceBIOTYMOPO3HBIIH  BapUAHT TeYeHHS  PACCESIHHOTO  CKJepo3a
XapaKkTepu3yeTcsl KIMHUYECKON KapTUHON MOJOCTPO Pa3BUBAIOIIETOCS OOBEMHOTO
mpoIiecca, Kak MpaBujiio — IMepeOpalbHON JIOKAIM3alUKU; OTMEYAIOT y MAIllMeHTOB C
JIOCTOBEPHBIM PACCESIHHBIM CKJIepo30M. MHorjga Takoe TeYeHHWE BO3MOXKHO U B
nebrote JEMUETUHUZUPYIOIIETO npoiiecca. B OT/IEJIbHBIX CiTydasx
MCEeBJAOTYMOPO3HBI  CHUHIAPOM MOXET peHuAuBUpPOBaThH. Psia  ocobeHHOCTEH
(HampuMep, XapaKTep HaKOIUIEHUSI KOHTpacta B (oOpMe OTKPBITOTO KOJIbIA)
Mo3BOJISIIOT AU PepeHIIMpPOBaTh ATOT BapUaHT C OIMYXOJIEBUIHBIM MOPAKEHUEM
IHHC, omnako BO MHOTHX ciy4asix HeoOxoaumo mpoBeneHue 19T, crnenmnanbHbIX
MmetonoB MPT, mim uccienosanne Ononrara.

I'maa 3. IMAT'HOCTHUKA
B oTcyrcTBME NAaTOTHOMOHUYHOM CHUMITOMATUKU WA TOATBEPXKAAIOIIUX

nabopaTopHbIX TecToB auarHo3 PC ocTaércs CIIOKHOMW 3ajadedd 1y HEBpOJora.
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Crnenyer mnoadepkHyTb, uto co BpemMeH Illapko PC agumarnoctupoBanu
MPEUMYIIECTBEHHO KJIMHAYECKHM, ONUPAsACh HA HAJWYWE€ MHOMXECTBEHHBIX
paccessHHBIX TopakeHuid Oenoro BemiectBa [[HC. B mnpexnue BpeMeHa wuX
BBISIBJICHUE 0a3UpOBAJIOCh HA JAHHBIX aHAMHE3a U Pe3yJbTaTax HEBPOJIOTUYECKOTO
WCCIIEIOBAHHUS, KOTOPOE 3a4acCTyI0 MPUXOAUIOCH JOMOIHATh JAHHBIMU KaTaAMHE3a, TO
€CTh JIOCTATOYHO JJIMUTENIbHBIM HAOJIOJIEHHEM 3a MalMeHTOB. B HacTosiiee Bpems
MOSBUJIOCH MHOXECTBO JOMOJHUTEIBHBIX METOJOB HCCIENOBAHUS, PE3YIbTATHI
HEKOTOPBIX M3 HUX MOTYT CIY>XHUThb CYppOraTHBIMM MapKepaMH AUCCEMHUHAIIMU BO
BpEMEHU W/WIU mpocTpaHcTBe. He ymanss uX 3HAUYUMOCTH, BCE K€ CleyeT
MPU3HATh, YTO JO HACTOSIIETO BPEMEHU AUATHOCTHUYECKHN MPUOPUTET OCTAETCS 3a
kinHandeckumu merogamu [DeAngelis T.M., Miller A., 2014; Karussis D., 2014].
3.1. O0mue NPpUHUIMIIBI

B Hacrosmee Bpemsi nuarno3 PC sBnsgercss ¢opmann3oBaHHBIMH, TO €CTh
OCHOBBIBAETCSI HA MEXAYHAPOJHBIX JUArHOCTUYECKUX KpuTepusx. Kak Hactosmue,
TaK M BCE MNPEANIECTBYIOIINE JUATHOCTUYECKUE KPUTEPHUM IOJPa3yMEBAIOT
JEMOHCTPALHI0 JOKAa3aTebCTB BOCHAIUTEIbHO-IEMUEITNHUZNPYIOIIEr0 MOPAKEHUS
B npexaenax I[[HC, koropoe paccesHO kKak BO BPEMEHU, TaK M B IPOCTPAHCTBE.
AKTyallbHbIE HAa JaHHbBIM MOMEHT kputepun Mak/lonanpna 2010 r., momumo
KJIMHUYECKOT0 aHAMHE3a M HEBPOJIOTMYECKOTO MCCIENOBAHUS, U3 MAPAKINHUYECKUX
METOJIOB MOJIpa3yMEBAIOT HCHOJIb30BaHWE TONbK0O MPT u wmccnenoBaHuil JTUKBOpa
[Polman C.H., Reingold S.C., Banwell B. et al., 2011]. Tem He MeHee, 3TO He
O3HAYaeT, 4TO BCE npoyue JIOTIOJTHUTEIIbHBIE HCCJIEIOBAHUS —
Helipodu3nonornyeckue, OMOXUMHUUYECKHUE U JaXXe MOJICKYJISIPHO-T€HETUYECKUE He
uMeroT Mecto B auarHoctuke PC. 3aboneBaHue ObUIO U OCTAETCS <«JIMArHO30M
UCKJIIOYEHUS», TO €CTh JUAarHOCTUYECKHUI TMpollecC 00s3aTeIbHO MOJpa3yMeBaeT
UCKJIIOYEHUE AJIbTEPHATUBHBIX IPUYMH HAOII0JaeMbIX HapylieHud. B yacTu ciyuaes
(TUNMYHBIE aHAMHE3, JaHHbIE HEBPOJIOTHYECKOro cTaTryca W xapaktepHoie MPT
M3MEHEHUs) MPUMEHEHUE JOMOJHUTENBHBIX METOJ0B JCHCTBUTENIHHO HE HYXKHO,
OJIHAKO B IMATHOCTUYECKUX CIIOKHBIX CIydasix 00bEM HEOOXOAUMBIX HUCCIETOBAHUM

MOKET OBITh OYCHb MU POKUM.
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3.2. MarauTHO-pe30HaHCHAst TOMOrpadust

Hanbonee uHpOpMATUBHBIM JOMOJHUTEIBHBIM METOAOM AuarHoctuku PC
saBiasgeTcst MPT rojoBHOro M CIMHHOrO Mo3ra. MUHHUMaIbHBINA 00BEM HCCIIENOBAHUSA
TOJDKEH cojaepkaTh pexkumbl T2/PD, T1 mo m mocine BBeneHUS KOHTPACTHOTO
cpeactBa, FLAIR, kotopbeie 00bI9HO IOTOJHSIOT pexkumoM DWI mis uckmroueHus
umeMuueckux Hapymenuit [Sicotte N.L., 2011].

MPT, npu ycioBUM aneKBAaTHOI'O BBINOJHEHHUS HA amlapare ¢ JOCTATOYHOH
(1,5-3 T) Hanmps>KeHHOCTbIO MAarHUTHOTO MOJIsl SBJISIETCS OYEHb YYBCTBUTEIIbHBIM
METOJIOB B BBISIBICHUH L[EPEOPATbHBIX U CIIMHAJIBLHBIX 0YaroB B OEJIOM BELIECTBE MPHU
PC, xotopeie runepunTeHcuBHbl Ha T2 u FLAIR, ux xapakrepnas mopdomorus,
MATTEPH PACHPENCIIEHUS WM BOBJICUYECHUE OIPEAECICHHBIX CTPYKTYP MHO3BOJSIOT
noaaepxkarb quarno3 PC (tabn. 3, pucynok 15). B To ke BpeMsi Ba)KHO MOMHHUTH 00
UX HeCTenM(GUUYHOCTH W BO3MOKHOCTH Pa3BUTHSA OYEHb MOXOXXKHX HU3MEHEHHUU IMpHU
MHOTUX Jpyrux 3a0osieBaHusx. M3 mpakTuuecku OCOOEHHO Ba)XXHBIX AacIEKTOB
cieayer oOpaTUTh BHUMaHUE HA TO, YTO €/1Ba JIW HE Haubojee dacTas MpUYMHA
muddepennmanpaHoit auarHoctukd PC mo MPT u3MeHEHUSIM — THUIIOKCHUYECKH-
uieMuueckas 00Je3Hb MEJKUX COCYJO0B, OCOOCHHO Y JIMI[ CPEAHEr0 M MOXKHUIOTO

BO3pacTa, CpCar KOTOPBIX BECbMa paCIpoOCTpaHCHA.
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Pucynox 15. Tummunsle gna PC wusmenenust Ha MPT: ogHOBpeMeHHOE
MPUCYTCTBHE KOHTPACTUPYEMBIX M HEKOHTpacTupyembix ouaroB (A u b);
IOKCTakopTUKanbHble  ouarn  (B);  mepuBentpukymspusie  owarn (D),
un@parentopuanbusie ouaru ([), osarn B cnuHHOM Mo3re (E). CoOcTBeHHBIE
HaOJIIOACHMS.

Hcxond U3 3TOro BaXHO MOMHHTB, UTO M3 CYNPATEHTOPHUAIBHBIX OYaroB JJIs
PC tunuyHpl FOKCTaKOpTHUKaNIbHBIE ouard (¢ BoBiedeHHeM U-BOJIOKOH), O4arud B
MO30JIUCTOM Te€J€ U MPOBOMSIIMX MyTAX, NPWIETAIONUX K 00JIacTH TPUTOHYyMa
(KomIaTepaqbHOrO TPEYTOJbHHUKA) U BUCOYHBIM pOoraM OOKOBBIX JKEIYJOYKOB, a U3
MH(PPATEHTOPUANIBHBIX 0YaroB — Ha JIHE YETBEPTOTO MKEIyA04YKa, MO3KEUYKOBBIX
HOKKaX, MPOJ0JITOBATOM MO3T€, HHTPAAaKCUAILHOM CETMEHTE TPOMHUYHOI'O HEpBa U
Ha MUAJIBHON U BEHTPUKYISPHON MOBEPXHOCTU MOcCTa (TO ecTh Ha nepudepun). He
MEHEe Ba)XHO OOHApY>KEHHE 04YaroB B CIIMHHOM MO3T€, KOTOPBIE JJIsi TUIIOKCUYECKU-
UIIEMHUYECKUX BacKyJomaTuil He XapakTepHsbl, a pu PC yacto oOHapyXUBarOTCS B

HIEWHOM OTJAEJNE U MO3rOBOM KOoHyce. IIpu nepBuuHo nporpeccupyromem PC Bpems
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OT BPCMCHH BBbIABJIAIOT I[I/I(l)CI)YSHOG HECHUJIbHOC YCHJICHHMC CHUI'HaJla OT CIIMHHOTO

Mosra B pexxumax PD/T2 na nmpotskenun Oosee 3 cermeHToB. MPT-npusHaku, He

tunuunbie 17151 PC, cymmupoBansl B Ta0n. 4. [Aliaga E.A., Barkhof F., 2014].

Taoauua 3. Tunuunabie MPT xapakTepucTHKH 04aroB JeMUETMHU3ANUH Y

nauuenToB ¢ PC (amantupoBano u3 [Aliaga E.A., Barkhof F., 2014])

[Mpusuak

XapakTepuCTHKH

Pacmiosnoxxenue

CynpareHTOpualbHbIE:  IOKCTAKOpTUKalIbHbIE (BOoBieueHue U-
BOJIOKOH), TNEPUBEHTPUKYJISIPHbIE (MO30JUCTOE TEJIO0, TPUTOHYM,
BHCOYHBIE pora OOKOBBIX KETyJOUKOB)

WNudpaTreHTOpranbHble: YETBEPTHIA JKEIYA0YEK, MO3KEUKOBBIC
HOXKH, IIPOJOJITOBATBIi  MO3I, HHTPAKCHAJIBHBIA  CErMEHT
TPOWHUYHOI'O HEpBa, NUAIbHAas U BEHTPUKYJSIPHas INOBEPXHOCTH
MOCTA.

Koprukansusie ouarn 3D FLAIR, DIR). Peaxo pacnonararorcst B

0a3aabHBIX TAHTIINAX.

Mopdororus

Pe3ko oTrpaHWYeHHBIC Kpas, OBIBHOM WM OKPYIJoH (opmbl,
nepuBeHysipHble  (manbibl  Jlaycona).  [IBycTopoHHuHe, cliera

ACUMMCTPHUYHBIC. Ha 6onee MO3JHUX CTAAHUAX MOTYT CJIIUBATHCA.

HTeHCUBHOCTE CUTHAMIA:

T2 — runepunrencuBHble; Tl — NpPOMEXYyTOUHBIH, HU3KUI

(4epHbIe IbIPbl — WUHTEHCUBHOCTH HHMKE, YEM CEPOr0 BEIIECTBA)

KonTpactuposanue

VY3e1KOBOE/TOMOT€HHOE WM KOJbLEBUAHOE. YacToe coueTaHue
KOHTPAaCTUPYEMBIX u HEKOHTPACTUPYEMBIX 04aros.
IlceBnonmyxoneBble OYaru: HENOJHOE KOJIBLIEBUJIHOE (TIATTEpH

PacKpbITOro KOJIbLIA)

OnTuueckuii HepB

I'unepuntencusnblii Ha STIR (short T1 inversion recovery). Mosxer

KOHTpaCTHUPOBATHCSA

COuHHON MO3T

OObIuHO B LICHHOM OT/ENe, KOPOTKHE (MEHBILE IBYX IMO3BOHOYHBIX
CeTMEHTOB), MEHBIIE TIOJOBUHBI JHAMETPa CIMHHOTO MO3ra,
OOBIYHO pacmojaraloTcsi Ha nepudepuu, damie B OeoM BellecTBe
OOKOBBIX M 3agHMX CTOJO0OB. MOrYT KOHTPAacTHpPOBAThCS U

COMMPOBOKAATHCA JIOKAJIbHBIM OTCKOM
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Taomuna 4. Herunuunblie niss PC usmenenunss Ha MPT (amantupoBano u3

[Aliaga E.A., Barkhof F., 2014])

IIpusznak XapakTepucTuKu
Tpom603 MO03roBeIX | bone3ns bexuera, Backynut, xpoHnueckuit MeHUHTUT, ADC
CHUHYCOB
KpoBousnusuue uin | AMuiionHass —aHruomarusi, 0Oone3Hb Moia-Moita, CADASIL,
MHUKPOKPOBOTECUEHHUE BACKYJIUT
KonTpactuposanue XpOHUUYECKUN MEHUHTHUT, capKoua03, Backyiaut [THC
00o0104YeK

KoprukanbHbie HHPapKThI

OMmbonmuyeckast 00J€3Hb, BACKYJIUT

CeJIeKTUBHOE  BOBJICUECHHE

NepCaAHUX BHUCOYHbIX,

HIKHUX JJOOHBIX o0acTeit

CADASIL

JlakyHbl I'unepronnyeckast umemuueckas Oone3nb, CADASIL, cunapom
Cycak

IIepcucrenuus Jlumdoma, rmmoma, BaCKyJIHUT, CAPKOUIO03

KOHTPACTHOT'O YCWIEHUS

WIH IIPOJOJDKAOIIIEECs

YBCIMYCHUC O4YaroB

OnHOBpEMEHHOE Backymnut, numdoma, capkouo3

KOHTpPACTHOE yCHUIIEHUE

BCEX 0YaroB

bonpmme u | bonesur bexuera, riamoma MocTta, 3MOomMueckuid HUH(DAPKT,
MHOWIBTPUPYIOLIHE Backyyut, [IMJI

CTBOJIOBBIC O4Yaru

IIpeumy1iecTBEHHBIE OYaru
B KOPTHKO-

CyOKOPTHKAIIBHBIX 00JacTsIX

OMmbOonmuyeckre  MHGAPKTBI,  BACKYJIHT,  MPOTPEeCcCUpYIOIas

MyJIbTH(OKATbHAS JIeHKO HIIe(haTonaTus

3.3. HeiipopusunosioruuecKkue MeToIbl

CKRJIEpO3a

B HArHOCTHKE PaCCCAIHHOI0

Jns ob6bexTuBH3anuu O6eccumntoMubix odaroB B I[THC wucnonb3yercss MeTon

perucrpanuu

BBI3BAHHBIX IIOTCHIIMAJIOB

(BIT) w™o3sra: cayxoseie BII npu
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aKyCTUUECKON CTUMYJISIUU, 3puTesbHbie BII B OTBET Ha BCHBIIIKY WM 0OpallleHHe
IaXMaTHOTO MaTTepHa, comaToceHcopHbie BII mpu crumynsiuu nepudepudeckux
HepBoB. [lpu PC mnpoucxoauT yBelMYEeHHE JATEHTHOCTH MUKOB M MEXIUKOBBIX
WHTEPBAJIOB, CHUKEHUE aMIUTUTYAbl U AedopMalius MUKOB, YTO CBUJIETEIIBCTBYET O
CTEMEHU TOPAXKEHUSI COOTBETCTBEHHO CIYXOBBIX, 3PUTEIBHBIX, COMATOCEHCOPHBIX
npoBoasmux nyrteid. WcecnenoBanue y OonbHbix BII  Tpex mopanbHOCTEH
YBEJIUYMBAET BO3MOKHOCTH OOBEKTUBU3AIMU KIMHUYECKH «HEMBbIX» odaroB B [{HC
[Schaeffler N., Koepke S., Winkler L. et al., 2011].

3.3.1. 3puresibHbIC BbI3BAHHbIE MOTEHIHAJIbI (3BII) —
HEUPO(U3UIOTUUECKUN METOJI OLIEHKA MNPOBOJUMOCTH IO 3PUTEIbHBIM MYTSIM.
Oco6yto uennocts 3BII mpuoOpen u3-3a BBHICOKOW CHENU(UUHOCTU BBISBISEMbIX
HapylIeHUH TPOBOJAMMOCTH, BBI3BAaHHBIX MOpa)keHueM MHUEIMHOBOM o0onouku [[HC
B pamkax PC. B nporecce rcciienoBaHusi akTUBHBIE SJIEKTPOIbI 3aKPEIUISIOT Ha KOXKE
3aTBUIOYHOM OOJaCTU TOJOBBI MAIlMEHTa B MPOEKIMU KOPKOBOTO 3PUTEIHHOTO
ananuzatopa (mpoekius Ol1, O2). Ha rnaza mnocieaoBaTeabHO BO3JEHCTBYIOT
CIeAYIOIIMM 00pa3oM: O0O0CIeAyeMblii CMOTPUT Ha JKpaH MOHHUTOpA, T/e
oToOpaxaeTcs IaxMaTHasi JIOCKa, Oelible W YepHbIe KIETKH KOTOpOU OBICTPO
PEBEPCUBHO MEHSAIOTCA MECTaMU, aKTUBUPYSI TEM CaMbIM CE€TUaTKy riasa. [Ipu stom
PETUCTPUPYETCS] BPEMEHHOM MEPHOJT MEXIY 3PUTEIBHBIM CTUMYJIOM U pErucTpaluen
ANEKTPUUYECKOTO UMITYJIhCA AKTUBHBIMHU JIEKTPOJIaMH OTJIETBHO ISl KaXKJI0TO TJ1a3a.

B mnpouiecce ananuza oreHUBAOT POpMY 3apErUCTPUPOBAHHBIX MOTEHIUATIOB,
JATEHTHOCTh MUKOB M aMIUTUTYJy KOMIOHEHTOB. OcCoOBIi MHTEpEC MPEACTABIAIOT
xapakrepuctuku nuka P100, a *MEHHO ero JJaTeHTHOCTh (HOPMATUBHBIN MOKa3aTeNb
100+£8 mcek), MeXOKYISIPHYIO WIM MEXMOJIYIIapHYI0 aCUMMETPHUIO JIATEHTHOCTEH
nuka P100 (B Hopme He Oonee 3% B oboux ciyuasx). 3BII mo3BonsieT oueHUTH
MPOBOAUMOCTb IO 3pUTENbHBIM ITYTSIM KaK Ha MPEeXua3MaibHOM ypOBHE (3pUTEIbHbIE
HEpPBbI), TAK M Ha MOCTXUA3MaJIbHOM YpPOBHE (3pUTENIbHBIM TpPaKT, 3pUTEIIbHAs
Ty4ducTocTh). Ecnu mpoBoasinas cnocoOOHOCTh 3pUTENbHBIX MyTel HapylleHa u3-3a
Hanu4yusl JEeMUEIUHU3ALUKM, TO AaKTUBALUS 3PUTEIBHONM KOPBI BO3HUKAET C

3amo3JaHueM, TO ecTh JIaTeHTHOCTh nuka P100 mpessimaer 108 mcek. B ciywae
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MOpaXeHUs1 3PUTEIBLHOTO HEpBa MpU PETPOOyIHLOAPHOM HEBPUTE, TO BO3HUKAET
acCHMMETpHsSI JIaTEHTHOCTEW Ha NPEXUa3MaIIbHOM YPOBHE, €CIU IOPaXKECHbI
3pPUTENBHBIA TPAKT W 3PUTEIBHAS JIYYHUCTOCTh — HA IOCTXHA3MAJIBHOM YPOBHE

(pucyHnok 16).
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Pucynoxk 16. lI3menenns BoI3BaHHbIX noTeHIManoB npu PC. A — IIpexuasmanbHoe
OJTHOCTOPOHHEE JIEMUEITUHU3UPYIOIEE MOPAKEHUE 3PUTENBHBIX MyTEH MPU OCTPOM
MPAaBOCTOPOHHEM PETPOOYIHOAPHOM HEBPUTE: MPU CTUMYJSILIUM TPABOrO TJiasza
oTMeuaercs yBenndeHue tareHTHoctel nmuka P100 noutu go 150 mMcek oT oTBeneHui
O1 (6,1 x) u O2 (6,2 k) 1 MEXKOKYJISIpHAs acCUMMeTpus JaTeHTHOCTeN nmukoB P100 mo
50% 3a cueT mpaBoro rina3za. CoOCTBEeHHOE HAOIIOICHHE.

b — TIlocTxua3zManbHOE JAEMUETUHUZUPYIONIEE MOPaXKEHUE 3PUTEIbHBIX MyTel
XapaKkTepu3yeTcsi U3MEHEHUEM TOKa3aTeslel OT UICUIIaTeIbpalbHbIX OTBEACHUN (Ha
CTOpPOHE TOpPAXKEHUSI) MPU CTUMYJSILUM O0Ooux Tia3. B Hamiem coOCTBEHHOM
HaOmoennn 'y OosibHOro PC ¢ 04aroBbIM MOpa)X€HUEM 3PUTENBHON JIYYUCTOCTH
JIEBOTO TMOJYIIApUs TOJIOBHOTO MO3Ta OTMEUEHO YBEJIMYEHHE JIATEHTHOCTH IMHKa
P100 ¢ neBoro otBenenusa Ol no 108 mcek ¢ MexxnonymapHo acummerpueit B 7,8%.

[Toutn y 3/4 Oonbubix PC npu wusmepenun 3BII oOHapykuBaroTcs
narojoruyeckue HapymeHus. I[lo HamuM HaOMOACHUSM B  MOAABISAIONIEM
OonpiMHCTBE y 00NbHBIX PC HaOmogaercs 1100 0OJHOCTOPOHHEE MPEeXua3MaibHOE,
nu00 NBYCTOPOHHEE MOpa)KEHUEM C Mpexrua3MadbHOW aCUMMETPUHN JaTEHTHOCTEH
nuka P100. M3omMpoBaHHBIA MOCTXMA3MAJIBHBI YPOBEHb MOPAXKECHUS 3PUTEIBHBIX

nytei ipu PC ormeuaeTcs kpaitHe peako (MmeHee 5% OT Bcex HaOII0IeHU ).
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[Toutn y 15% OonbHbIX PC, y KOTOpPBIX BO BpeMsi MEPBOr0 OOOCTPEHUS
3a007€BaHUsl BO3HUKAET HE PETPOOyIhOapHBIM HEBPUT, a JPYTrue HEBPOJIOTUUYECKUE
HapylieHusi, MOTYT ObITb 3apeructpupoBanbl u3MmeHeHus 3BII. B stux ciyuasx
WCCIIEIOBAHHE YK€ HAa PAHHEHN CTAJNU BBISBIISIET IOMOJHUTENBHBINA O4Yar MOpaKeHus,
He OOHApPYXEHHBIA BO BPEMsl KIIMHUYECKUX OOCIEOBAHUM, U 3TUM MOJATBEPKIAACTCS
MHOIOOYaroBOCTh MMOPAXKECHUS, YTO HMEET BAXXHOE 3HAYEHUE Uil paHHEH
muarHoctuk PC, 0COOGHHO NpU €ro MNepPBUYHO-NPOTPECCUPYIONIEM TEUCHUU
(ITITPC).

3.3.2. AkycTH4ecKHe CTBOJIOBbIe BbI3BaHHbIe MoTeHIHabl (ACBII). IIpu
peructpanuun ACBII oOHapyXuBarOTCS oyard B CTBOjJ€ Mo3ra. Bo Bpems 3Toro
WCCIIEIOBAHUSI M3MEPSETCA MEPUOJ BPEMEHH MEXKIY CIYXOBBIM pa3apPaKCHUEM H
MOCTYIUICHUEM  3JIEKTPUYECKOTO HMIYJbCAa HA JJEKTPOJ, YKPEIUIEHHBIA Ha
COCLUEBUIHOM OTPOCTKE. IJTO MCCIEIOBAaHUE HE OTIWYAETCS TAaKOM TOYHOCTBIO,
KoTopast xapakrepHa B oTHomieHnn 3BII, mostomy wmeronq ACBII wumeer
OTPaHUYEHHOE NMPUMEHEHUE B AuarHoctuke PC.

3.3.3. Comartocencopubie BbI3BaHHbIe mNoTeHHHadbl (CCBII) mno3Bosser
OLICHUTh MPOBOJUMOCTh MO MyTSIM TITyOOKOW YYBCTBUTEIBHOCTH TEepUdepUuecKux
HeppoB u I{HC. Mertoauka mpencTaBisieT OCOOBIM HHTEpeC I KadyeCTBEHHOM
XapaKTepUCTUKU OYaroBbIX TMOPaXEHUU, JIOKAJIM30BAHHBIX B 3aJHUX CTOJI0ax
cnuHHOro Mo3ra. Tak y OonpHbix PC oTmedaeTcss yBeaMYeHUE JIATEHTHOCTH
KOPKOBBIX KOMIIOHEHTOB U BPEMEHU LIEHTPAJILHOIO CEHCOPHOTO MpOBeAcHUs. B Toxke
BpEMsI UyBCTBUTEILHOCTh U OCOOCHHO CHEU(PUUHOCTh METO/IA IOCTATOYHO HU3KHE,
nostoMy CCBII B0O3MOXHO NOPUMEHSATH TOJBKO B PaMKaxX KOMIUJIEKCHOTO
HEUPOPHU3UOTOTUUECKOTO O0CTeI0BaHUS B OCOOCHHOCTH TIpU HCCIICIOBAaHUM
TPAHCKOPTUKATIBHBIX IJIMHHOJATEHTHBIX PE(IIEKCOB.

3.3.4. TpanckpanuaabHasd MarHutHas crumyasuusa (TKMC) — wmerop,
OCHOBAHHBIM HA MHIYLUHUPOBAHUU SJIEKTPOXMMHUYECKOTO TOKA B AKCOHAX KOPKOBBIX
MOTOHEHPOHOB JIBUTATEIbHOM 00JIaCTM KOPBHI TOJIOBHOIO MO3ra TOCPEICTBOM
BO3JECHCTBUSI HANPABICHHOTO MArHUTHOTO TIOJNS. 3aT€M BBI3BAHHBIM HMITYJIbC

HaYUTACT OPTOAPOMHO PACIHPOCTPAHATHCA 110 IMMPAMUJIHBIM IIYTAM, B UTOT'C BbI3bIBast
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HENPOM3BOJIBHOE COKpPAILEHUE MCCIEAYEMBIX MBI, KOTOPOE PETrUCTPUPYETCS
MOBEPXHOCTHBIMU 3JIEKTPOJIaMHU (B pyKaxX C MBIIII] T€HApa WM TUIIOTEHapa, ¢ HOT —
KOpPOTKMM crubatens mnanbiieB). OLEHKa CKOPOCTH MPOBEACHUSA MO MUPaAMUIHBIM
MyTSM TIO3BOJISIET TOJMYYUTh BaxHyI0 HHPopMamuioo 00 ux (YyHKIMOHAIHLHOM
COCTOSIHUM. [[JI1 3TOro OmpenensroT ABa IOKAa3aTessd: JATEHTHOCTh JIBUTATEIBHOTO
BbI3BaHHOrO mnoreHnuana ([ABII) — Bpewms, 3arpaueHHOE OT MOMEHTa MOJa4Yu
CTUMYyJa 0 MOMEHTA BO3HUKHOBEHUs M-0TBETa; BpeMs LEHTPAIBHOIO MOTOPHOIO
npoBenenust (BLUMII) — BpeMss mnOpoxXoXAEHUS HUMITyJbca OT KOPKOBOTO
MOTOHEMPOHA A0 COMHAIBHOTO MOTOHEHpoHa. JlarenTtHOCTh [IBII 3aBucHT OT pocta
HCOBITYEMOTO, €r0  HOPMATHBHBIE IIOKAa3aTeau  COCTaBJsAOT 21+3  Mcek.
Hopmarusnsie nokazarenmu BIIMII B 3aBucuMOCTH OT pocTa B CPETHEM COCTABIISIFOT
9+2 Mmcek. B xoze ananmsa Takke BaKHA OLICHKA HAIMYMS PA3HULA B ITOKA3aTENAX.

B cnywae pemuenuHu3Mpyromero mnopaxkeHusa nupamugHoro mytu TKMC
MO3BOJISIET C OOJIBHOM TOYHOCTBHIO BBISIBUTh HApyIIEHUE MPOBOJUMOCTU, UTO
npossisieTcs ypenuyeHueM jgareHtHoctu BII u BIIMII, yto He xapaktepHO s
akcoHasibHOTO nopaxkenusi (pucyHok 17). TKMC — BbICOKOUYBCTBUTEIBHBIN METOJ
JTUATHOCTUKH, HO B TOXE BpeMs 00JaJaeT HU3ZKOH CHeHU(PUYHOCTHIO, YTO
o0ycnaBIMBaeT MPUMEHEHUE OTO UCCIEAOBAaHUS TOJBKO B  KOMIUIEKCHOM

o0cJieqOBaHNH MAIMEHTA.

0 4 8 12 16 20 24 28 32 36 40 44 48 52 56 60
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Pucynok 17. O6pazen pesyinbrara TKMC. MBII nipu PC: BcienctBue o4aroBoro
JTEMUETUHU3UPYIOMIETO TOPAXKEHUS MUPAMHUIHOTO IMyTH OTMEUYEHO YBEITUYCHHE
natentHoctu JIBII mo 25,6 mc (Ha 310poBO# cTOpoHEe 23,6 MC) M YyBEIUYCHHS
BIIMII o 11 mc (aa 3mopoBoii ctopore 9 mc). CoOcTBeHHOE HAOIIOICHHE.
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3.3.5. Murareabnblii peduiekc. Peructpanus murarensHoro peduekca (MP)
METOJIOM  DJIEKTPOCTUMYIISIIMEH  OBICTPONPOBOMSIIIMX  BOJOKOH  TIIyOOKOi
YyBCTBUTEJILHOCTH BEPXHEH BETBU TPOMHUYHOTO HEPBA, MPEACTABISET OOJBIION
HMHTEpEC B IJIaHE KAYeCTBEHHOW XapaKTEPUCTUKH OYaroBOIO MOPAXKEHUSI HA YPOBHE
MOCTa TOJOBHOro Mosra. [Ipu »JIeKTpOCTUMYIAIMU BETBU TPOUHUYHOTO HEpBa
BO3HUKAET BHJAMMOE MOpPraHue, YTO pErucTpupyercs B (opMe paHHETro XOpPOILIo
BOCIpou3BoAUMOro kommoHeHTa R1  (matentHocts 10-13  wmc). UW3meHenus
Helpodu3nonorniueckux moxkaszarenedr MP BapuabenbHbI, K HanOoee 00bEKTUBHBIM
OTKJIOHEHUSIM  MOXXHO OTHECTHM M3MEHEHHWE aMIUIMTYJIHBIX U  JATEHTHBIX
xapakTepucTuk kommoHeHTa R1. VYV Oombabix PC ¢ MOCTOBBIM 0OYaroBbIM
nopakeHueM (C KIMHUYECKUMH TMPOSIBICHUSIMU JHOO 0€3 HHX), BO3MOXKHO
OJIHOCTOPOHHEE WJIM JBYCTOPOHHEE YBeJMYEeHHE JiaTeHTHocTH RI1, uyto
CBUJICTEJIbCTBYET O  BOBJEUEHUM B  JEMHUEIHUHU3UPYIOIIEE  BOCIMAJICHUE
BHYTPUMO3TOBBIX TpPUTeMUHAIbHBIX BOJIOKOH [Kimura J., 1975] (pucynox 18).
JlaHHBI METOJT MOXKHO MPUMEHSTh B KAue€CTBE CKPUHUHTOBOTO HCCIIEIOBAHUS Y
OOJIbHBIX C OCTPO Pa3BUBIIMMUCS CEHCOPHBIMU HAPYIICHUSIMU WJIM MUOKUMUSMH B
obnactu nuina. Takxke MP nonesno couerats ¢ npoBegeHueM MPT roinoBHOro mosra
JUISl COTIOCTABJIEHUS HEUPO(PU3MOIOTHUECKUX OTKIOHEHUN C BU3YyaJU3UPOBAHHBIMU

O4aroBbIMHU CTBOJIOBBIMH INOPAXKCHUAMMU.
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Pucynok 18. ¥V O6onpHoii PC B 000CTpeHHM pPa3BUIMCh MHUOKMMHH MHUMHYECKUX
MBI cJeBa (MPEUMYIECTBEHHO MepUOpPOUTANBbHO), JEerkuil nepudepudeckuit
npo3omnape3 ciesa. [lo nanapiM MP nipu ctumyssanuu [ BETBH JIEBOrO TPOMHUYHOTO
HEpBa OTMEUYEHO NATOJOTMYECKOEe yBEIMYEeHHE JJaTeHTHOCTH Jieoro R1 Ha 40% (14
Mc npotuB 10 mc). Co6cTBeHHOE HAOIIOAEHUE.

3.3.6. TpaHcKOpTHUKAJbHbIe [JUHHOJIATeHTHble pediaexcbl (/1JIP)
JIOCTATOYHO TMPOCTO BBI3BIBAIOTCS AJIEKTPOCTUMYJISILIUEH CPEAMHHOTO HEpBa IO
crenuanbHOM Meromuke. [lpm 3TOM  PETHCTPUPYIOTCS KOMIUIEKC CHUTHAJIOB,
COCTOSIIIIMI  COCTOUT U3 HECKOJIbKUX KOMIIOHEHTOB: MOHOCHHANTHYECKOTO
CIIMHAJIBHOTO KOPOTKOJaTeHTHOro pediekca XoddpMmaHHa, 32 KOTOPHIM OOBIYHO
cinexayer niuuHHonaTeHTHbIN pedrekc (JJIP) ¢ mopmaTuBHON naTeHTHOCTHIO 45—60
MceK (B 3aBHCUMOCTH OT pocTa ucmnbeityemoro). Peduexropnas myra JIJIP (LLR2)
3aMbIKAaeTCsl Ha YpPOBHE KOPBHI Mpe- U TMOCTHEHTPAIbHOW H3BWIMH MOCPEICTBOM

KOMMYHUKAHTHBIX U-BOJOKOH, rae addepeHTHas dYacTh peIeKTOPHON Oyru
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MpeJCTaBlIieHa MyTSIMU TIIyOOKONW UyBCTBUTEIBHOCTH, a 3(ddepeHTHas 4YacTh —
nupamuaabiMu  nyTssMu. [Ilpu PC marrepn wusmenenus [[JIP  xapakrepusyercs
YBEJIMYEHUEM €T0 JIATEHTHOCTH JIn00 moJiHbIM peaynupoBanueM [Deuschl G., Strahl
K., Schenck E., Liicking C.H., 1988] (pucyHok 19). BrisiBiena npsimasi 3aBUCUIMOCTh
yBennueHus nateHTHocTH JIJIP ot yBenmdenus narentHocter nuka N20 npu CCBII
u [IBII nmpu TKMC. Taxxe miss PC xapakTepHO yBEIWYEHUE KOPKOBOI'O PEJIEHHOIO
Bpemenu (KPB), paccunTteiBaeMoe myTeM BbIUUTAHUS U3 3HaYeHus JlareHTHOCTH J[JIP
3HaueHHus: JaTeHTHocTed N20 W  JIBUraTeabHOrO BBI3BAHHOTO IOTEHIHAIA
nocpeacteom TKMC (KPB = LLR2 — N20 — JIBII). B nopme mnmurensHocTh KPB
Bapbupyert oT 8,1+1,6 mc 10 10,4+1,9 mc. Torna kak y 6onbabix PC nokazarens KPB
yacTo 3Haunumo TposioHrupoBaH [Michels R., Wessel K., KIohn S., 1993]. Takum
obpazom, JIJIP MOXHO MpHMEHSITh B Ka4eCTBE CKPHUHHHITOBOTO METOJa OIEHKH
MPOBOAMMOCTH IO BOJOKHAM Kak MyTed TIIyOOKOW YYyBCTBUTEIBHOCTH, TaK U
MUPAMUIHBIX TpakToB. B ciydae kommiekcHoro npumenenus TKMC u CCBII
onpeaenenne KPB mno3Bossier npoBOAUTE KAYECTBEHHYIO OLCHKY OYaros,
PAaCMOJIOKEHHBIE FOKCTAKOPTUKAIBHO B MPOEKIIUH MOCT- U NPEUECHTPAIbHBIX U3BUJIUH

T'OJOBHOI'O MO3ra.
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Pucynok 19. ¥V 6onpHoro PC npu 31€KTpOCTUMYJISILIMMA JEBOTO CPEIUHHOTO HEpBa
3apeructpupoBan KJIP (mapkepst H1-H3) ¢ HopmanbHOl naTeHTHOCTHIO (32 Mc).
JUIP2 (LLRII) we 3apeructpupoBaH (c mpaBoii pyku 3apeructpupoBan LLRII
maTeHTHOCThio B 57 wMcek). C  yuerom HopMmaibHbIX pe3ynbTaToB CCBII
(marentHocTh muka N20 coctaBuna 18,9 Mcek) W MAaTONOTMYECKUX IOKa3aTeseu
TKMC (natentnocts JBI1=26,9 mcex, BIIMII=11,8 Mcex) ¢ 3Tol ke JIeBO pyKH,
TO MO>XHO KOHCTaTHPOBaTh, 4TO npepriBanue JIP, mo Bcelr BumumocTu, npon3onuio
Ha ypoBHe 3bdepeHTHrIX nyTel. CoOCTBEHHOE HAOIIOICHHUE.

3.4. UccaenoBaHus JJUKBOPA

3.4.1. OIMroKJIOHAIbHBIE M10JI0CHI MMMYHOII00yJIHHOB Kjaacca G

VY 6onpHbIx PC B nponecce JUIMTENbHO TPOTEKAIOUIETO JEMUETMHUZUPYIOIIETO
BOCHAJIUTEIBHOTO MPOLECCA C MATOJOTMYECKON aKTUBAIMEW MMMYHHOW CHCTEMBI B
npeaenax [{HC B nukBope HaUMHAIOT HUPKYJIUPOBATh UMMYHHbIE Oenku. [Ipu sTom
peub HAET NMPEUMYIIECTBEHHO OO0 ONpEeNeleHHBIX MOArpYyNMax HecnenupuuecKux

antuten IgG, CHHTE3UpPYEMBIX HECKOJIBKUMH KJIOHAMHU (OJUTOKIOHAIHHBIMHU)
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I1a3MaTUYeCKUX KJIETOK. [[ns MX BBISIBIEHHS Ha CIEUUAIBbHOM O0OpYAOBAHHUU
MPOBOJAT HMCCIIEIOBAHUE JIMKBOPA U CHIBOPOTKH KPOBU OOJIBHOTO METOJOM TIeilb-
anektpodopesa ¢ uzodnekrpodokycupoBanuem (MI3®P) u ummynodinotunrom IgG.
[locne QepMeHTaTUBHOTO OKpallMBaHUS B MTOrE MOXXHO BH3yaJIH3UPOBATh
MATOJIOTUYECKUE OJUTOKJIOHAIbHBIE TIOJIOCHI OENKOBBIX KOHUEHTpatoB IgG B
JMKBOpE, OTCYTCTBYIOIIME B CHIBOPOTKE KpoBH — Il marrepH cunre3a IgG (pucyHok
20). Ilpu stom onurokioHanbHble 1g(G BBIABIAIOTCA Ja)K€ NPU HOPMAJIBHOM HX
KOHLEHTpalMu B JIMKBOPE, TO €CTh 3TO MCKIIOYHUTEIBHO KayeCTBEHHBIH CHOCO0

JMArHOCTUKH MaTOJIOTMYECKOro mpoiecca (pucyHok 21).

6,5 pH 9,0
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Pucynox 20. Kiaccuueckne mnarrepHbl pacnpeneneHus IgG B mpomecce reib-
anekTpodopesa ¢ M3031EKTPOYOKYCHPOBAHUEM U HMMYHOOJOTHHrOM [AXmenoBa

[''M., ABeprsnoBa JI.A., XabupoB ®@.A. u coanrt., 2013].
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Tun [ — OtcyTcTBHE MOHO- M ONMIOKIOHANBHBIX (pakuuii IgG B TUKBOpE U CHIBOPOTKE KPOBU
(monuknonansHeie 1g). Habmiomaercs B HOpMe MM Ha HavdanpHBIX ctaausax PC mpu Hamuuuu

OYEBUIHON HEBPOJOTMYECKOW CUMIITOMATHKH.

Tun I1 — OnuroxnonansHble Gpakuuu IgG B MTMKBOpe, OTCYTCTBYIOIIUE B CHIBOPOTKE KPOBH, UTO
YKa3bIBa€T Ha W30JMpPOBaHHBIM UHTpaTekanbHbldi cuHTe3 IgG. OmnuroknonaneHele IgG
XapaKTepu3ylTCcsd HAIWYMEeM MHOXecTBa (¢pakuuu Ig ¢ HepaBHOMEPHBIM pa30pOCaHHBIM
pacupenesieHueM UX B IPOCTPAHCTBE C OTCYTCTBHEM TEHACHIUU K COXPAaHEHHUIO TPATUCHTY
KoHUeHTpauuu. Hamuume onuroknonanbHbeix IgG B smkBope xapakrtepHo i PC, momoctporo
ckieposupyroniero mnan’Huedanura Jliogo Ban borapra, Helipocuduiuca, pexe Ui OCTPOro
paccessuHoro sHuedanomuenura (OPOM). Ilpu PC narrepH pacnpeneneHus OJMTOKIOHAIBHBIX
IgG nmocrarouHo cTaOwibHBINA, a KoiuuyecTBO ¢pakuuii IgG ¢ TeueHMEM BpPEMEHU TOJIBKO

BO3pacTaet (paciupeHue CreKTpa SMUTONOB) B HE3aBUCUMOCTH OT JICUCHHUS.

Tun [II — OnuroxnonansHble ¢ppakuuu [gG B THKBOpE, OTYACTH NMPHUCYTCTBYIOIINE B CHIBOPOTKE
kpoBu. Taxke yka3piBaeT Ha uHTparekainpHbli cuHTe3 IgG. Yacro BbeuBmsator npu OPOM,

XpOHHUYECKHX HelpouHpekusx, PC.

Tun IV — Wnentununsle onurokioHanbHble ¢pakuun IgG B NHMKBOpE M B CBIBOPOTKE KPOBH,
yKa3bplBalOIME HA XPOHUYECKUM CUCTEMHBIM JU3MMMYHHBIM IIpOLIECC C  IIOBBILICHHOM
nponunaemocteio I'Ob. Ilpusnak moxer ObITh accoumupoBan ¢ OBJIL, OPOM, cucremHoin
KpacHOM BONYaHKOH, aHTU(POCHOIUIUAHBIM CHHAPOMOM, XPOHHUYECKUM HHQPEKIHMOHHBIM

Bocnaneauem LTHC.

Tun V — MonoknonanbHbie Gppakuuu [gG B TMKBOpE U CHIBOPOTKE KPOBU yKa3bIBAET Ha JAUC- WIN
[apanpoTeNHEMUUECKYIO MOHOKJIOHAJIBHYIO raMMariaTuio. MOHOKIOHAJIbHBIE IgG
XapaKTepU3yloTCs HaJMYUeM MHOXecTBa (¢pakiuuu g ¢ paBHOMEpHBIM pacrpesiesieHHEM B
MIPOCTPAHCTBE C COXPAaHEHUEM TpalueHTa KOHIeHTpauuu npu MO®d, uro cBsI3aHO ¢ 0COOCHHOCTAMU
CHHTE3a NapanpoTerHa (MOCTTPAHCIALMOHHBIE MOAM(UKAIUKM, HANpUMep, TIMKO3WINPOBAHHUE,
HECKOJIbKO HW3MEHSIONINE H303JIEKTPHUECKYI0 TOUYKY (DOKyCHpPOBaHUS MOHOKJIOHANBHBIX [g).
Momnoxnonansisle 1gG — crnenuduuHplii MpPU3HAK MHUEIOMHOW OOJIE3HH, MOHOKJIOHAJIBHOU
raMMmanaTiyd HEOIPEIeJICHHOTO 3HAYCHHS, acCOIMUPOBaH ¢ HekoTopeiMu ¢opmamu XBJII u ¢

3a00JIeBaHUSIMU CIICKTpPa ONITUKOMUCIIUTA.
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Pucynoxk 21. O6pa3zen pe3yJibTara resb-3JeKTpodopesa c
n303JeKTpookycupoBanueM JukBopa (Aopoxkka Ne 1) U CBIBOPOTKH KPOBHU
(moposxka Ne 2) 6onsHolt PC, npoeaennoro B ycnoBusx PKJILL /I3 M3 PT. Ha
nopoxke Ne 1 BbIsiBIIeHBI Qpakiuul (OTMEYEHBI >) OJIUTOKIOHAIBHBIX Ig G B
JMKBOPE, OTCYTCTBYIOIIME B CBHIBOPOTKE KPOBH, UYTO CBHUJAETEIBCTBYET 00 HX
MHTpaTeKalnbHOM cuHTe3e. Jlopoxkka Ne 3 mpuBeneHa B KadyecTBE KOHTPOJS U
JEMOHCTPUPYET HaIUYue MOHOKJIOHaJIbHbIX Ig G B CBIBOPOTKE KpOBH Yy
00JIBHOTO XPOHUYECKON BOCITAJINTEIILHON JNEMHUCIIMHU3UPYIOIEN
MOJIUPAUKYJIOHEBPOIIATUEN, aCCOLIMMPOBAHHOMN Cc M-rammanaruen.
CoOcTBeHHBIE HAOTIOIEHUS.

OnurokjgoHaJIbHBIE TOJIOCHI B JIMKBOpE OOHapyxkuBarTcs y 98% OO0NbHBIX,

crpagatomux PC 10 u OGonee ner [Gelfand J.M., 2014]. JlanHoe uccienoBaHue

OTHOCAT K «30JI0TOMY» CTaHAapTy JjabdopaTopHOro meroja noarBepxiaeHus PC u

NpEACTaBIsSIET OONBIIYI0 I[EHHOCTh [JJIi paHHEHd MOCTAaHOBKM JMarHo3a WIH

npoBefeHuss U depeHnanbHO  AMAarHOCTUKUA € JPYTMUMH  KJIMHUYECKH U

MapaKIIMHAYCCKN CXOXKE NPOTCKAIOIUMU 3a00JIEBAaHHSIMU. CnenyeT OTMCTHUTH, 4YTO

HaJIMUUEC HMHTPATCKAJIBbHBIX OJIMT'OKJIIOHAJIBbHBIX IgG HC SBJIICT CTPOTr0 XapaKTCPHBIM

mist PC. Tak naHHBIA mpouecc MOKET ObITh BBISBIEH MPU HEKOTOPBIX JPYTUX
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xponnueckux BocnaneHusix I[IHC: Heipocudunmce, mogocTpoM CKIPO3UPYIOIIEM
nandsHiedanuTe U T.1. TeM He MeHee, B CBA3U C PEAKOCThIO APYrUX MPUYUH B HaIle
BpeMsl, CHEeUU(PUYHOCTh TMOJOKUTEILHOTO pe3ysbTaTa MCCIEIOBAHUS OCTAETCS
KpaitHe Bbicokoil umeHHO i PC [AxmenoBa I'.M., ABepwsanoBa JI.A., XaOupos
®.A. u coasr., 2013].

3.4.2. llepcnieKTUBHBIE JJUKBOPHbIe 0MOMApPKePbI

Broisisnenue cneuuduunbix st PC CBIBOPOTOYHBIX U JIMKBOPHBIX
OMomMapkepoB — TMEPCHEKTHBHAs W JO KOHIIA HEpelIeHHas 3ajaya COBPEMEHHOMU
HEBPOJIOTHUH, PEIICHUE KOTOPOIl MO3BOJIUT HE TOJIBKO JMArHOCTUPOBATH 3a00JE€BaHUS
Ha paHHuX ctaausx (ocooenHo Ha craauu PUC unu KUC), Ho u mocrnocoOCTByeT
pa3paboTKe  OOBEKTHBHBIX  METOJIOB  MOHUTOPUPOBAHUS  AKTUBHOCTH U
s dexTrBHOCTU JleueHusi OosiesHu. Hibke mpeacTaBieHbl COBPEMEHHBIE JaHHBIE O
HanOoJsiee MEPCIEKTUBHBIX KaH/IUIaTOB Ha POJIb JIUKBOPHBIX OnomapkepoB PC.

HeiipoduiiameHT — TJaBHBI KOMIIOHEHT IIMTOCKEJNETA HEUPOHOB U
MOBBIIIIEHWE €T0 KOHIIEHTpAllMd B JUKBOPE M CHIBOPOTKE KPOBHU ACCOLUHUPYETCS C
nopakeHue nepudepuuecKor WIHM IeHTPaTbHON HepBHON cucTeMbl. ¥ 00abHBIX PC
TaKKe OTMEUEHO, YTO KOHIICHTpAIus JIeTKUX leneil HeilipoduiaMeHTa B JIMKBOpE
3HAQYMMO BBIIIE, YEM Yy 3/I0POBBIX Jt0/ieH. JlaHHBIN OoKa3aTenb B MEPCHEKTUBE MOMKET
OBITh UCIIOJB30BAaH B Kaue€CTBE MPOTHOCTHYECKOTO OMOMapkepa JUisi MOHUTOPUHTA
aKTUBHOCTH W TIPOTPECCUpPOBaHUS 3a00JIeBaHUs, a TakkKe dPHEKTUBHOCTH JICUCHUS
[Cai L, Huang J. 2018].

OcTeonopTuH — HBKCTPALEIUIIONSAPHBIA  MATPUKCHBIM  O€NOK, IIUPOKO
AKCTIECCUPYEMBIII Ha UMMYHHBIX KJI€TKaX, TakuX Kak T-TuM@OUUTHI, JEHIPUTHBIE
KJIeTKH, Makpodaru. benok cnocoOCTByeT BOCHAICHUIO IMYTEM YBEJIMYCHUS
npoayuupoBanust IL-12, 1L-17, untepdpepona ramma (IFN-y) u unrubupoBanus
skcnipeccun  IL-10. BeisiBieno, kro npu PC moBbemaercs KOHIEHTpaLMs
OCTEONOPTHUHA B JIMKBOPE U CHIBOPOTKE KpOBU. Takike €ro BbICOKAas KOHIEHTpAIUs
CBUJIETEJILCTBYET 00 aKTHUBHOM BOCHAIUTEILHOM Tmpoiiecce. Ha ocHoBaHMU 3TOrO
npejuiaraeTcsi NpPUMEHATh JIaHHBIM [MOKa3aTellb B KAayeCTBE JIMATHOCTUYECKOTO M

nporuoctuueckoro omomapkepa [Agah E., Zardoui A., Saghazadeh A. et al., 2018].
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Xponuueckoe rnopaxkenne I[[HC d4acTto conmpoBOXKIAeTCsl CHUKEHHOU
KOHIIEHTparue ¢parMeHToB OeTa-ammjouaa B JukBope. OCOOCHHO JaHHBIM
MIPOIIECC XapaKTepeH A 0ojie3Hu Anblixaiimepa. UHTepecHO 0TMeTHUTh, uTo mpu PC
TaKKe OTMEYAETCsl YMEHbIIIEHUE COIepKaHus OeTa-aMUIona B JTUKBOPE, M0 MaTTePH
W3MEHEHUM oOTian4daercs oT Oone3nu Aunblxaiimepa. BeiaBiaeno, uyro PC
COMPOBOK/IA€TCSI OJHOBPEMEHHBIM CHIKEHUEM KOHIIEHTpaluu (pparMeHToB OeTa-
ammionaa 1-40 u 1—42. B To BpemMs Kak 1y 00yie3HH AJbIIXaliMepa XapaKTepHO
CHIW)KEHHME KOHIEHTpallMM WMEHHO Oera-ammiouga 1-42, COOTBETCTBEHHO
COOTHOIIEeHHE Oeta-ammionga 1-42/1-40 ymeHbIIaeTcss TOJNBKO TMpU  OOJE3HU
Aunbixaiimepa. JlanHbll (akT HE TOJNBKO OTpa)kaeT pa3HbI MAaTTepH MaToreHes3a
CHUIKEHHUSI JTUKBOPHOTO COJAEpKaHUSl OeTa-aMHIIOWJa, HO M MOXKET IMOCTY>XUTh B
kadecTBe emé oaHoro omomapkepa PC [Spitzer P., Lang R., Oberstein T.J. et al.,
2018].

CC-xemoxkuHoBbIil Jgurana 27 (CCL27) — UWTOKWH, NPUHALICKAIINNA K
ceMencTBy XeMOKMHOB CC, NMpHHUMAOIMMKN y4acTHE B PETYJISLUMNA AKTUBHOCTH T-
auM@oruToB. OTMEUEHO MOBBIIIEHUE €r0 CoJepkKaHusi B JUKBOpe y OonbHBIX PC,
YTO OTPaXaeT €ro Ba)KHYIO MPOBOCHAIUTENbHYIO pOJb B MaTOreHe3e 3a00JIeBaHMUS.
BrisiBnenue (¢axta mnoBbimeHusi coaepxkanuss CCL27 B mepcreKTUBE MOXKET
MOCIY>KUTh OCHOBaHUEM pacCMATpUBATh JAHHYIO OCOOCHHOCTh B Kaue€CTBE OJHOTO
u3 ouomapkepa PC [Khaibullin T., Ivanova V., Martynova E. at al., 2017].

Crnenyer OTMETHTb, 4YTO, HE CMOTpPS Ha MPEIJIOKEHHbBIE BaPHUAHTHI
OMoMapKepoB, HE OJIUH U3 HUX HE 00J1a/IaeT BHICOKON CeIU(PUUHOCThIO UMEHHO TSI
PC. [auHblii (akT MOXKHO OOBSICHUTH TeM, uyTo mnaroreHe3 PC wu3-3a cBoeilt

MHOTOTPAHHOCTU HE OTJIMYAETCS KaKOU-T1u00 creruduueckoil 0COOEHHOCTHIO.

3.5. IlnarHocTu4ecKue KPpUTEPUH PACCESTHHOIO CKJIepo3a

Jnarnoctuueckue kputepuu PC npouum 1oaruil myTh CO34aHUs, OJHAKO BCE
OHM OBUIM MOCTPOEHBI Ha MPUHIUIE JOKAa3aTeIbCTBa AUCCEMHHAIMU IMPOIEcca BO
BPEMEHH U MPOCTPAHCTBE, a TAKkKE HA 00s3aTEILHOM UCKIIOUEHUU AJIbTEPHATUBHBIX

nuarHo30B. Ilepseie kputepuu lllymaxepa [Schumacher GA, Beebe G, Kubler RF et
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al., 1965] ObuM cyry00 KIMHUYECKHUMHU, B HUX BIEpBbIe ObUIM (hOpMann30BaHbI
BPEMEHHBIE XapPAaKTEPUCTUKU OOOCTpPEHHUS, a TaKke MPEeUIOKEHbl TIpaJaluu
JUATHOCTUYECKOM TOYHOCTH  (JOCTOBEPHBIM, BEpOATHBIA, BO3MOXHBIH PC,
noctoBepHbiM PC cumTancs npu Hamuuuu 5 uiaum 6 KpuTepueB, HO 00sA3aTEIBHO C
BBITIOJTHEHUEM  YCJIOBHSI ~ OTCYTCTBUSI ~ aJIbTEPHATUBHBIX  OOBSICHEHMI)  (CM.
[Ipunoxenue 3).

[locne  BHeapeHHWs  HEWpOBM3yalW3allMM W HEUPODU3UOIOTHUUECKUX
MCCIIEIOBAHUM CTajJ0 BO3MOKHBIM OOHApPYKMBaTh CYOKIMHUYECKHUE OYaru; mOMHUMO
ATOTO OOHAPYKHUIIOCH, UTO MOBBIIIEHHBIA HHACKC IgG U 0JIMTOKIIOHATIbHBIE TTOJIOCH B
nukBope BbIBISAIOTCS npu PC B 6570 m 80-90% COOTBETCTBEHHO; KOMHUTET BO
rmaBe ¢ Yapnpzom I[lozepom BBen 3Tu mapamMeTpbl B MOAUMDUIIMPOBAHHBIE
nuarHoctudyeckue kputrepun [Poser CM, Paty DW, Scheinberg L et al., 1983],
KOTOpBIE UCHOJIB30BAIUCH 10 1990-X IT., KaK pacClIMpEeHUE KIMHUYECKUX KPUTEPUEB
[Iymaxepa.  Kpurepuu  Ilozepa  BkIOUanu  MOAJIEPKUBAIOLIME  JTAHHBIC
Helipoduznonornyeckux wuccienopanuii, MPT u ananuzoB nukBopa. Kpurepuu
[Tozepa mpeaycmaTpuBaiyu HAIMYKUE TOJIBKO OJHOTO IOKYMEHTUPOBAHHOTO ouara (1o
MPT wnm nmo npyrum Metojam), OTJAJIEHHOTO OT OOJacTH, MOoJpa3yMeBaeMon Ha
OCHOBAaHMWU KJIMHUYECKUX JaHHBIX, JJI1 JIOKa3aTelibCTBA PACCESIHHOCTH B
MPOCTPAHCTBE; ISl JOKA3aTebCTBA PACCEIHHOCTH BO BPEMEHU HCIOJIb30BAHUE
MapakJIMHUYECKUX KPUTEPUEB HE MPEAyCMaTPUBAIIOCH (CM. IPUIIOKEHHE 3).

Kpurepuu 2001 r., pazpaboranubsie komuteToM HarmonansHoro o6miectsa PC
n Mexnynaponnoit ¢denepaunn obuiects PC, BosrnaBinsembiMm Mak/loHanbaom
[McDonald WI, Compston A, Edan G et al., 2001], B nepByto ouepeap oTpaxkaiu
Bo3pociryto poiab MPT B nuarnoctuke PC, HOBble kputepuu Obuid 0Oosee
YyBCTBUTENIbHBI U CHEUU(PUYHBI, YEM MPEXKHHUE, HO B TO KE BPEMs MOSBWIHCH
COOOIIEHHUSI, YTO OHU HE CIHUIIKOM YJOOHBI JJIsI MOJB30BATENsl, MOTYT COUBATh C
TOJIKY TMPHU HUCMOJIb30BAHUM UX KIWHUIKCTAMU U HCIOJIB3YIOT YPE3MEPHO CTPOTHE
MPT kpurepun aucceMHHAIMd B MPOCTPAHCTBE, TAKXKE OCTABAJICSI BOMPOC 00 HX

IIPUMCHHUMOCTHU B HC SaHaﬂHOCBpOHCﬁCKHX MOITYJIATHAX,
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HUcxona u3 artoro, B mapte 2005 r. MEXAYyHApOAHBII KOMUTET MEPECMOTPEI
KpUTEpUH, OJIHO BaXKHOE HOBILECTBO Oa3upoBaiioch Ha HaOmtojgeHun Dalton et al.
(2002): mosBIEHHWE OYEBHAHO HOBOTO T2 ouara TMOCYHUTAIM TOJIE3HBIM JIJIs
JEMOHCTpAllUd JTUCCEMUHAIIMM BO BPEMEHH, B CIydae €ro oOHapy»KEHHH B J1000€
Bpems nocine pegepentnoro MPT, nmpoBegeHHOro HEe MeHee, ueM uepe3 | Mec mocie
Hayaja KIMHUYECKUX MPOSIBICHUI; Oblla MOAUYEPKHYTA BAXKHOCTh CIMHAIBHBIX MPT:
MYHKT «| CIMHANBHBIN 04ar MOXeT 3aMEHUTh OJIUH lepeOpabHBIN 04ar) 3aMeHUIu
Ha «l cnuHanIBHBIA oOdYar SKBHUBAJIEHTEH OAHOMY HH(GPATEHTOPUATHLHOMY OYary;
KOHTPAaCTUPYEMbIM  CIMHAIBHBI  OYar  3KBUBAJICHTEH  KOHTPACTUPYEMOMY
1epedpaibHOMY O4Yary; AUCKPETHbIE OT/ENIbHbIC CIUHAIbHbIE OYard UAYT B CYET B
oO1ree koinuecTBO HeoOxoaumbix T2 ouaroBy; kputepuu III1 PC, cranu menee
CTPOTUMH, YCTpPaHUB aOCOJTIOTHYI0 HEOOXOJMMOCTh B MO3UTHBHBIX pE3yIbTaTax
aHaju3a JIMKBOpa M ycTaHOBUB Oonee cnenudpuunbie kputepun MPT cnunHOro u
rosioBHoro mo3ra [DeAngelis T.M., Miller A., 2014] (cMm. npunoxenue 3).

3.5.1. inarnocTnyeckue kpurepun Mak/lonaabaa 2010 roga nepecmorpa

B 2010 r. Mexnynapoansiii komuter B Jyonune [Polman C.H., Reingold
S.C., Banwell B. et al., 2011] nepecmoTpen KpUTepuH, YIPOCTUB JOKA3aTEIbCTBA
JTUCCEMHUHAIMU B MPOCTPAHCTBE (HAJTUYUE OJHOTO WM OoJiee ouaroB B JBYX U Oojee
U3 YETHIPEX THUMUYHBIX JIOKAIUA — TMEePUBEHTPUKYISPHO, FOKCTAKOPTUKAILHO,
MHQpPATEHTOPUAIBHO U B CIMHHOM MO3I€); KOMHUTET TMOJYEPKHYJ BaXHOCTh
TpeOOBaHUSI TOrO, YTO OYard HUJAYyT B CUET TOJBKO B CIydae, €CIM OHH He
00yCIOBIMBANIA KIIMHUYECKUE MPOSIBIICHUS; enl€ 0ojee yNnpoCTUiach JEMOHCTPALUU
JIVMCCEMUHAIMS BO BPEMEHH, KOTOPAsl CYNTAIIACH TIOKA3aHHOMW MPH MOSBJIECHUH HOBOTO
T2 ouara ma MPT uepe3 mroboe Bpems mociie 0a30BOM, JTHOO MpH HAIUYUM Ha
0a30BOM KOHTACTUPYEMOTO ovara (He 00yCJIOBIMBAIOIIETO CUMITOMBI y TTAIIUEHTA) U
X0TsI OBl enie oAHOro T2 TMIEePUHTEHCUBHOTO OYara; Takke ObUTA MOJIU(PUIIUPOBAHBI
kputrepun III1 PC mns «rapmonuzaumu MPT kpurepueB ... mist Bcex ¢opm PCx»
(pucyHok 22); 0bUI0 TPOJEMOHCTpUPOBaHO, uTo Kputepun 2010 r. oGnagarot Gosee
BBICOKOM YYBCTBUTEJIBHOCTh IO CpaBHEHUIO ¢ KputepueM 2005 T., OUYTH HE )KEPTBYS

Crenu(PpUIHOCTHIO; KpUTEPUU pa3paboTaHbI U1t €BPOIENCKOI u
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CEBEPOAMEPUKAHCKOM B3pOCION NOMYJIALWH, HX NPUMEHHMOCTb Yy JE€TE€H, B
a3MaTCKOM, JaTUHOAMEPUKAHCKOM M JIPYTUX MOMYJISUUAX Ha TOT MOMEHT He ObuIa
ycranoBiieHa [DeAngelis T.M., Miller A., 2014]. Tem He MeHee, B HACTOSIIEE BPeEMs
KPUTEpPUU JHCCEMHMHAIIMM B MPOCTPAHCTBE BHOBBH IIOJIBEPralOTCi MEPECMOTPY,
npeajiaraeTcsl JJig yOpOLUEHUsT UX NPUMEHEHUS HUCKIIOUYNUTh HEOOXOAMMOCTh HE
NPUHUMATh B CUET KIIMHUYECKHE MaHU(ECTHBIE OYaru B CTBOJIE M CIIMHHOM MO3Te€, a
IUISL YBEIMYEHMS CIEHU(PUYHOCTH M YYBCTBUTEIBHOCTH YBEIUYHUTH KOJUYECTBO
HEO0OXOJAMMBIX MEPUBEHTPUKYJISIPHBIX 0YaroB /0 3, a TakXe BKJIIOYUThH B MEPEUYCHb
JOTIOJHUTENbHbIE, XapakTepHble s PC okannn, a MMEHHO KOPTUKAJIBHBIE O4aru U
3puTeabHBIM HepB. Takum oOpa3oM, MpeIaraeTcs CYUTaTh JHUCCEMHUHALMIO B
IIPOCTPAHCTBE JI0KA3aHHOM MPH COOJIOIEHNHN 2 U3 5 CIAEAYIOIIUX YCIOBHI: HE MEHEE
3 MEepUBEHTPUKYJSPHBIX 04aroB, HE MeHee | HHPPATEeHTOPUAIIBHOIO 04Yara, He MeHee
| cnuHampHOrO Ouara, He MeHee | ouara B 3pUTEIBHOM HEpPBE U HE MeHee |
KOPTUKAJIBHOTO W IOKCTakopTUukainbHoro ouara [Filippi M., Rocca M.A., Ciccarelli

0. et al., 2016].

JduarHocTtuueckue kpurepuu [Ba 1 6onee KMHMUecknx ob6ocTperns PC ¢
Max nouanm 06bEKTUBHBIMW KIMHUYECKUMU NPU3HakamMmn 1 ovara
‘ [loKa3aTb AMCCEMMHALIMIO B MPOCTPAHCTBE ‘

- 2 u 6onee KaMHM4eckmne ataku PC

oo > .

0YaroB WiN 06bEKTUBHbIE KIIMHUYECKne ‘

NpU3HaKu 1 ouara + aHaMHecTU4Yeckue
. | : -

[APpYrux aokasarenbcrs He Tpe6yetcs ’

OB6bEKTUBHbIE KITMHUYECKWUE NPU3HAKW =2 04aros, O6beKTUBHbIE KIIMHMYECKUE NpU3HakK 1 ovara,
1 KNMHUYecKkoe obocTpeHne 1 knnHnueckas ataka (06ocTpeHune)

[loKasaTb AMCCEMMHALIMIO BO BPEMEHM | HPokazaTb AMCCEMMHALMIO B MPOCTPAHCTBE |

- [lokasaTtb AWCCeMMHAUMIO BO BPEMEHM
<L

4
| Paccesmubii cknepos |
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MepBryHO-NporpeccupytoLlee TeyeHne PC
HeyknoHHOE NporpeccpoBaHMe C Havana 3abonesaHus

Mporpeccupytolee TeueHne 3aboneBaHus

L

Mpu3Hakn ancceMnHaLmMn B NPOCTPaHCTBe (2 13 3 Cieayiowmnx KpuTepres):
1. >1 T2-o4ar kak MMHUMYM B 1 06acTu, xapaktepHoi ans PC
(Nepu1BETPUKYNSPHBIN, IOKCTPAKOPTUKaNbHbIA UAN UHPaTEHTOPUANbHBIN);

2. 22 T2-04aroB B CMMHHOM MO3re;

3. MoNOXUTENbHBIM aHaNW3 IMKBOPA (ONMIOKIOHaNbHbIE hpakumn IgG

WY NOBbILEHHBIN MHAEKC IgG).

! PaccesiHHbIi cknepo3 |

Pucynok 22. Kpurepun Mak/lonanbnaa 2010 r. ApantupoBaHo ¢ Polman C.H.,
Reingold S.C., Banwell B. et al., 2011.

3.5.2. InarnocTnyeckue kpurepun Mak/lonaabaa 2017 roga nepecmorpa

B 2017 rony na xonrpecce ECTRIMS npodeccopom Ananom TommncoHom
(Thompson A.J.) ¢ coaBTOpaMu MPEACTaBICH MPOEKT MEPECMOTPEHHBIX KPUTEPHUEB
Maxk/lonanpaa (tabn. 5). OCHOBHbIE NPHUHIHUIIBI TEPECMOTpa HE MpeAroJiaraiu
KPYIHBIX HM3MEHEHUW U OBbUIM HampaBJi€Hbl Ha TMOCIEIYIONIee YIPOIICHUE U
MPOSICHEHUE OTJICJIBHBIX IIYHKTOB JAUArHoCcTudeckux kpurepueB Mak/lonanpma 2010
r. nepecMoTpa. O4epeHON NepecMOTp ITUX KPUTEPUEB, HABESHHBIM HAKOIUICHUEM
HOBBIX JAHHBIX W OIBITA WCHOJIb30BaHUS MNPEABIAYIIUX KPUTEPUEB, OJIKEH
cojeiicTBoBaTh paHHel nuarHoctuke PC (B ciydasix, Korja AMar{o3 BEpOSITeH, HO HE
ycranaBnuBaercs o kputepusm 2010 r.). B Toxe Bpemsi npenjiaraeMble U3MEHEHUS,
coxpansisi crneurpuyHocth kputepueB 2010 r., JOKHBI OBITh 0OOCHOBAaHBI
yOeAUTEIbHBIMU JTOKA3aTEIbCTBAMU U OTJIMYATHCS JIETKOCTHIO CBOETO MPUMEHEHUS
Ha MPAKTHKE.

[Ipennaraemple U3MEHEHUSI TUATHOCTUYECKUX KpuTepueB Mak/loHanbaa:

. CornacHo mnpemyiaraéMbIM W3MEHEHUAM KputepueB Maxk/loHanbaa y
nanveHta ¢ tunuaHeIM  KHMC, cooTtBercTByromero kiauHudeckuM winn MPT

KpUTCpUAM AUCCCMHHAIIMU B IIPOCTPAHCTBC, 1 HC UMCIOIICTO JIYHIICTO O0OBSICHEHHS
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KIIMHUYECKOW KAapTHHBI, BBISBICHHUE OJUTOKIOHAIBHBIX monoc IgG B nmkBOpe
MO3BOJISIET BBICTaBUTh aquarnos PC.

. CumnToMHBIE W acuMITOMHble oyarn Ha MPT wMoryr ObITh
WCMOJIb30BaHbI ISl JOKA3aTEIbCTBA JUCCEMUHALIMU B IPOCTPAHCTBE U BO BpeMEHU. B
kputepusax Mak/lonanpaa 2010 r. mepecMOTpa CUMITOMHBIM OYar y MamUeHTa Co
cTBOJIOBBIM Wi cnuHaidbHbIM KUC QopManbHO Henb3st OBLUIO HMCHOJIB30BAH B
kauectBe MPT-nipu3nakom auccemunanyu PC B IpoCTpaHCTBE WIM BO BPEMEHH.

. KopTukanbHble U IOKCTaKOPTUKAJIbHBIE  OYardk  MOTYT  OBITh
HCITOJIb30BAHBI IS JOKa3areabcTBa MPT-kputepus nucceMuHanum B MPOCTPAHCTBE.
B kpurepusx Maxk/lonansga 2010 r. mepecMoTpa KOPTHUKAJIbHBIE OYaru HE
YUYUATBIBAIUCH NPU J0Ka3aTesnbcTBa MPT-kpuTepus AucceMrHalMU B IIPOCTPAHCTBE.

. JInarHOCTUYECKUE KPUTEPUU ISl TEepBUYHO-TIporpeccupyromero PC
OCTaBJEHbI 0€3 U3MEHEHHUs, 3a HCKIIYEHUEM YCTPAHCHHUS pa3Iuuuil MexXIy
CUMIOTOMHBIMM M aCUMIITOMHBIMHA O4YaraMy W MOSIBJICHUS BO3MOYKHOCTH YYWUTHIBATh
KOPTUKAJIbHBIE OYar.

. B kauvectBe nomnosHeHus k Mak/lonansga 2010 r. mepecmorpa B
MPOIIECCe IMATHOCTUKU HEOOXOAUMO OMPENCIUTHCS C IPEeABAPUTEIBLHBIM BapUaHTOM
TeueHus: OOJIE3HH U B MOCIEAYIONIEM B Cllydyae HEOOXOJUMOCTH IepecMaTpuBaTh

BapuaHT TCUCHNA B COOTBECTCTBHMM C HOBBIMH JJdHHBIMM.

Tabamna S. /lnarnoctuyeckue kpurepuun Maklonansaa 2017 r. nepecmoTpa

[Thompson A.J., Banwell B.L., Barkhof F. et al., 2018].

Jlea u Oonee oboctpenuss u  He tpebyercs

OOBEKTHBHBIC KIMHUYECKUE

JaHHBIE IBYX U OOJiee 04aroB

JIBa u Ooznee oboctperuss u  JlucceMHMHALMsA B MPOCTPAHCTBE:

OOBEKTHBHBIC KJIMHUYECKHE  IOCIeAyIonee 00OCTpeHHe, 3aTparuBaromiee
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naHHbele 1 ouara

1 obocTpeHue u

00BEKTUBHBIE

KIIMHUYCCKHUEC

JaHHBIE IBYX U O0Jiee 04aron

1 obocTpeHue u

00BEKTUBHBIE

naHHbele 1 ouara

KIIMHUYCCKHUEC

npyroid otaen [HC wnm nokazatenbCcTBO
JUucceMUHanMu no gaHHeiIM MPT, a mMEHHO
Hanuyue Kak MuHHUMyM 1 T2-owara B nByX u

Oostee oTaenax:

. MEPUBEHTPUKYJIISIPHO;

. KOPTUKAJIbHO/IOKCTAKOPTUKAIBHO;
. MH(PpATEHTOPUATIBHO;

. B CIIMHHOM MO3T€.

JAucceMrnHanusi BO BpeMEHH:

nocieaymwmniee 000CTpEHHE WU MO JaHHBIM
MPT, unu oOHapyKeHHE OJIUTOKIOHAIBHBIX
nosnoc [gG B nukBoOpe.

JlnccemuHanus o JITAHHBIM MPT
MOAPA3yMEBAET  OJHOBPEMEHHOE  HaJu4ue
KOHTPAaCTUPYEMBIX H  HEKOHTPACTUPYEMBIX
04aroB B JIt000€ Bpemsi

N

HOBbIM T2-ouar wmnu koHTpactupyemsbii T1-
oyar Ha KOHTpoiabHOM MPT 1o cpaBHEHHIO C
W3HA4YaJIbHbIM, BHE 3aBHUCUMOCTH OT CPOKOB
nposeaenus nepsoro MPT.

JAuccemnHanus B IPOCTPAHCTBE:
nocienyronee 00O0CTpeHHe, 3aTparuBarollee
npyrou otnen HHC wnm no ganasiv MPT
JncceMrnHansi BO BpeMeHHM:

nocieaymwmiee 000CTpEHUE WU MO JaHHBIM
MPT, wunu oOHapyXeHHE OJIMTOKIOHAIBHBIX

IIOJIOC B IMKBOPC
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[IepBuyHo- [Tpuznaku IIPOrpeCCUpPOBaAHUA

MPOTPECCUPYIOIIUI HEBPOJOTUYECKOMN CHUMIITOMAaTUKHU

pacCesiHHbIN CKIIEPO3 (pEeTpOCIEKTUBHO 15010 MPOCTEKTUBHO)
JUINTENBHOCTRIO  Oonmee 1 roma  BHe
3aBUCUMOCTH OT HAJIMYUs 00OCTPEHUH.

[roc 2 w3 3 ciienyronmux KpUTEPUEB:

. 1 u Oonee T2-ouarm B 1 wu Ooisee
JoKanmu3anus,  xapaktepHeix  gus PC
(IEpUBEHTPUKYIISIPHO,
KOPTUKAIHHO/IOKCTAKOPTHKATHHO WITH
MH(PPATEHTOPUATIBHO);

. 2 u 6onee T2-ouara B CHIHHHOM MO3TE;
. OGHapyXeHuEe OJIUTOKIOHAIBHBIX IMOJOC

IgG B nukBope.

Jlns nanpHeuero o0Cy AeHUs OCTaBIEHO HECKOJIBKO BOIPOCOB KacaTelbHO
TaKTUKU UHTeprpeTanuu psana ocobennocreit PC. Hanpumep, kakoe MUHUMAaIbHOE
KOJIMYECTBO MEPUBEHTPUKYIISIPHBIX 04aroB HEOOXOJUMO YUUTHIBATH P MOCTAHOBKE
JMarHo3a, Kak HWHTEPIPETUPOBATh HAIMYUE TMOPAXKEHUS 3PUTEIBHBIX HEPBOB B
JTMArHOCTUYECKUX KPUTEPHUAX, KaK JUArHOCTUPOBATh HEKIACCUUECKUE MPOSBICHUS
3a007€BaHUs:  PAJAMOJOTHMUYECKA  HM30JUPOBAHHBIA  CHUHAPOM,  COJIUTAPHBIN
omyxonenono0Heii ouar npu PC u Jgpyrue artunuyHbie BapuaHThl Je0roTa
3a00J1eBaHUsI.

B nactosimee Bpemsi HeoOXoauMa BaJIMAALMSl JUATHOCTUYECKUX KPUTEPHUEB
Maxk/lonanpna 2017 1. mepecMoTpa Ha pa3HbIX MOMyJsALMsIX (cTpaH Asuw,
Jlatunckoit Amepuku, Cpennero Boctoka, AQpuku) U B pa3auyHBIX BO3PACTHBIX
rpymnmnax aeorora 3adoneBanus (B JETCKOW BO3pAcTe U B Clydasix MO3JHETO 1e0r0Ta),
B cpaBHeHun ¢ MPT-kputepuasmu MAGNIMS 2016 m ¢ nmpuMeHEHHMEM HOBBIX

BbIcOKOMONIBHBIX MPT [Thompson A.J., Banwell B.L., Barkhof F. et al., 2018].
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I'naga 4. JUGDOEPEHIIUAJIBHASA IUATHOCTHUKA

HeoOb1uaiinoe KIIMHAYECKOe paszHooOpaszue PC 00yCIOBIMBAET
HEOOXOIUMOCTh €ero nuddepeHnranum OT HIMPOKOTrO CIEKTpa HEBPOJOTMUYECKUX
3aboneBaHuil paznuuHo stuonoruu. Yacto aumarnoctuka PC, ocoOeHHO HAa paHHUX
CTaausix 3a00JIeBaHUs, BBI3BIBAET CYLIECTBEHHBIE 3aTPYJHEHUS JaXKE€ Yy OIBITHBIX
HEeBpoJoroB. Hepeako mnOpuxoauTcs MNPOBOAUTH KOMIUIEKCHOE 00cCiieI0BaHUE
MalKeHTa, BKIIOYAIOIIee MHOKECTBO JIAOOPATOPHBIX U UHCTPYMEHTAIBHBIX METO0B
(KTUHUYECKUH, OMOXMMHUYECKHM, MMMYHOJIOTHYECKHI aHaldu3 KPOBU M JIUKBOPA,
peructpainus BbI3BaHHbIX moTeHuuanoB, MPT, kommnbioTepHas Tomorpadus,
UcClieJOBaHUE BECTUOYISPHBIX DYHKIUN U JIp.).

Cnucok 3abofieBaHuM, KOTOphle MOTYT UMUTHUPOBaTh PC KIMHUYECKH WM TIO
nanubiM MPT oOmupen. BnpouyeM, Ha MpakTHKE CYIHIECTBYET OTHOCUTEIBHO
HEMHOT0 3a00JieBaHUM, KOTOpble oX0ku Ha PC kak kiuHudecku, Tak u no MPT. B
uenom auddepeHmaibHas IUarHOCTUKA OMpPENeNsaeTcsl KIMHUYECKUM BapUaHTOM
ne6rota. Hampumep, y cyObekTa ¢ MEUIEHHO NIPOTpeccCUpylolleid mueiaonaTuen
oOcneoBanre OYyAET CYIIECTBEHHO OTIMYATHCS OT TAaKOBOTO y CyOBEKTa C OCTpOM
W30JIMPOBAHHOW  JIEMHUEIIMHU3ZUPYIOLIEW  ONTHYECKOM  HeBpomatuei. CHnHucok
UCCJEIOBAHUM N1 UCKIIOUeHHsT umutupyoomux PC 3a0oneBaHuil y mamueHTa c
TUMUYHBIM KJIMHUYECKUM JI€OI0TOM 3aBHCUT OT PETHMOHAJIbHBIX OCOOEHHOCTEH U
npounx snujaemuosiorndeckux (akropos. Tak, B Tpomukax PC peakocts, a
nHbpeknuonasie nopaxenus [{HC, naobopot, HabmromaroT yacto. OObUHAS TaHEIb
mudpepeHnanbHO-IMarHOCTUYECKUX TECTOB BKJIIOYAET KOHIEHTPAILUI0 BUTaMHUHA
B12, ceponoruyeckoe uccienopanue Ha cuduinc, Ha 6ose3Hp JlaliMa (B KOHTEKCTE
AMUJEMHUOJIOTUYECKON  CUTyalluu), HccledoBaHUS Ha  aHTU(HOCHOIUTIUIHBIC
antutena, Ha aHTU-AQP4 (mpu Opoa0BLHOM MUEIUTE M, BO3MOXHO, IPU BIEPBHIC
BO3HUKIIIEM OCTPOM OINTHUYECKOM HEBPUTE), HA aHTHUHYKJIeapHble aHnTutena. Criemnyer
YUYUTBHIBATh, UTO aHTHUHYKJEapHble aHTUTeNa B HeBbicOkoM TutTpe (1:40) moryt
npucyTcTBOBaThH Oosiee, ueM y 30% 310poBbix nuil, a B TUTpe 1:160 — y 5%. Kpome

TOro, Ba)KHO MOMHUTbH, YTO MO3UTHUBHBIN TecT Ha umutupytomee PC 3aboneBanue
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caMo no cebe He uckioyaer nuaro3 PC (mampumep, nedumur Butamuna B12
MOET ObITh U y 001bHBIX PC).

Haubonee wacto PC npuxonutca nuddepeHunpoBaTh OT CAEAYIOMUX TPYIII
3a00JIeBaHUM: TUIIOKCUYECKH-UIIEMUYECKUX BACKyJIONAaTUN (3a00J€BaHUS MEIKUX
cocynioB, TpombosmOonuueckass Oone3nb, CADASIL, uepebpanbHas aMuiougHas
anruonatus, cuHapoMm Cycak); BOCHAIUTENbHBIX U ayTOMMMYHHBIX 3a00JieBaHUU
(oCcTpBI paccessHHBINM SHIEDATIOMHUETUT, ONTUKOMHEIUT W 3a00JICBaHUS CIEKTpa
ONTUKOMUEIINTA, BACKYJIUTHI U OJIM3KHUE BOCMAIUTENbHbIEC 3a001eBanus); UHPEKIUH
(mporpeccupyromas MyJbTH(OKalbHas jaeiikosHuedantonatuss, BUY suiedanur,
bone3nr Jlaiima); mMeTa0OIMUECKUX M TOKCHYECKUX PACCTPOUCTB (LIEHTPATbHBIN
MOHTUHHBIA MHEIMHONU3, CHUHAPOM 3agHed oOpartumoil sHIedanonaTun);
TpaBMaTUYECKUX  paccTpoiicTB  (mudPy3Hoe  aKCOHAIBHOE  IOBPEKJICHHUE,
paguanudoHHas  JieWkodHIedanonatus), OMyXojJed U  NapaHeoIIaCTUYECKHUX
nporieccoB [Aliaga E.A., Barkhof F., 2014].

I'mnokcuvecku-neMnuyeckne nopaskeHusi 0eoro BemecTBa MOTYT OTpa)xaThb
MaTOJIOTMIO MEJKUX WM KPYIHBIX KPOBEHOCHBIX cocyaoB. Ha MPT Haubonee yacto
kak PC HempaBuibHO MHTEpHpEeTHUPYETCs OOJe3Hb MeNKuxX cocynoB. Ilocnemnsis
MOXET Pa3BUBATHCS KaK pe3yJbTaT MHOTUX HACIEJICTBEHHBIX U MPUOOPETEHHBIX
COCTOSIHUM, BKJIIOYas aTepOCKIIEpPO3, LiepeOpalbHyI0 aMIIOUHYIO AaHTHOIATHIO,
BACKYJIUT U  UEpeOpaibHYyl0 ayTOCOMHO-JOMHUHAHTHYK)  apTEpUONATHUIO C
cyokopTuKkanbHbIMU UH(papkTamu u JnerkosHIiedanonatueit (CADASIL). Tem He
MeHee, Haumbosiee yacto PC mpuxoautcs auddepeHupoBaTth ¢ OprHOOpPETEHHOU
TUIIOKCUYECKU-UIIEMUUECKON O0JIE3HBI0O MEJIKUX COCYZIOB, KOTOpasi acCCOIMUPYETCS
C TNPUCYTCTBYEM COCYAMCTBHIX (DaKTOpPOB pHCKA, TaKUX KaK apTepuaibHas
TUNIEPTEH3Us, caxapHbIi [uadeT u ap. JIBa OCHOBHBIX MATOJIOTMYECKUX MPOSBICHUS
0ose3Hu Menkux cocynoB Ha MPT — u3MeHeHus: 6e10ro BeniecTBa U JaKyHapHbIE
uHdapkTel. M3MeHeHuss Oeynoro BemiecTBa MOTYT ObITh TpeAcTaBieHbl 12
TUNIEPUHTEHCUBHBIMU 000JIKAMU BOKPYT KENyJAO0UYKOB (TaK Ha3bIBA€MbIE «IIAMIOYKU
U JICHTOYKHW»); MHOKECTBEHHBIMU TOUEUYHBIMU T2 ouaramMu B CYOKOPKTHKaJIbHOM U

ICPUBCHTPUKYIIIPHOM oesom BCIICCTBC, 500041 IIOYTH CUMMCTPHUYIHBIMHA
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JIBYCTOPOHHUMU MIEPUBEHTPUKYIISIPHBIMU u CyOKOPTUKAJIbHBIMU T2
TUNIEPUHTEHCUBHBIMU OOJACTAMH, KOTOpble OOBIYHO HE 3aTparuBaioT U-BOJIOKHA,
yto otanyaer ux or PC. Kpome Toro, B ortinumuue ot PC, mpu Ooje3HH MEIKHX
COCYJIOB PEJKO MopaxaeTcs 0eoe BEeUeCTBO BUCOYHOMN JTOJIM U MO3KEUYOK (OOBIYHO
TOJBKO Ha MO3AHUX cTanusx). Eme oano otnuune or PC —oTCyTCTBHE 0YaroB B
MO3OJIUCTOM TeJie (OHO MMEET JIBOMHOE KPOBOCHAOMXKEHUE, UTO 3alllMINAET €ro OT
runokcun). [lopaxkeHus: cTBoia mpu OOJE3HH MEJIKUX COCYJOB BO3MOXHBI, HO B
orninuue oT PC, OHM JOKaIu3yIOTCS IEHTPaIbHO, MOpaxas MONEpEeUHble BOJIOKHA.
Haxonen, mnopaxkeHusi Oejoro BellecTBa MNpu OOJIE3HU MEIKUX COCYJIOB HE
KOHTPACTUPYIOTCS. JlakyHapHbIe UH}apPKTHI OTPAXKAIOT OKKIJTFO3UIO
JIEHTUKYJIOCTPUATHBIX, TanamMonepopupyromux ¢ JUIMHHBIX  MEAYJUISPHBIX
aptepuod. Jlakynapusie uHpapkThl Ha T1 n300pakeHUsIX TUIIOUHTEHCUBHBI, a Ha T2
TUNIEPUHTEHCUBHBI  (COMOCTAaBUMBI 1O TUINEPUHTEHCUBHOCTU C  JIUKBOPOM).
JlakyHapHuble WH(MApPKTBI OOBIYHO pacrojaralorcss B 0Oa3albHBIX TaHTIIUSX,
BHYTPEHHEU Karcysie, MOCT€ MO3ra, TajaMyce M CEMUOBAIIBHOM IIEHTPE, U He
KOHTPAaCTUPYIOTCS (3a HUCKJIIOYeHHeM mojocTpoit craauu). Kpome toro, s
0OJIe3HW  MEJKUX  COCYJOB  TUIHYHBI  MHUKPOKPOBOWBIMSHUSA,  KOTOpbIC
BU3YAIM3UPYIOTCSI ~ HAa  TPAJUEHT-3XO  WJIM  YYBCTBUTEJIbHO-B3BEIICHHBIX
nzobpaxxkenusx (gradient echo, GRE; susceptibility weighted imaging, SWI). Emé
OJIHA YacTasi HaX0JIKa — PACIIMPEHHE TTEPUBACKYISIPHBIX MPOCTPAHCTB, OCOOCHHO B
obnmactu OazanbHbIX TaHraueB. CHUHHON MO3r mpu OOJE3HH MEJIKUX COCYIOB
0OBIYHO HE TIOpaKaeTCs.

TpomOo3MOoInveckass 00JIe3Hb MOXET NPOSBIATHCA T2 TUIIEPUHTEHCUBHBIM
ouaroM. Kapamosmbonnueckoe HIIEMHYECKOE MOPAKEHHE YacTO JIOKAIU3YEeTCs B
KOPTUKO-CYOKOpPTUKaIBHOM 00s1acT. B ocTpoil cTaguu ero Jerko JuarHoCTUpoBaTh
3a cuer orpaHudyeHus audoysun (Ha DWI uzobpaxeHusix), B MOAOCTPOH U
XPOHUYECKON CTaIUM MPUXOJUTCS OPUEHTUPOBATHCS HA HAIMYME CTAphIX JIAKYH U
KOpPTUKaNbHBIX HHGpapKTOB, MUKpokpoBousnusuuii. CADASIL acconuupyercs ¢
myTtauusimu B reHe NOTCH3 (19ql13.1). MPT «kaptuna xapakTtepu3yercs

npucyTcTByeM IU(MPY3HBIX CIUBHBIX CYyOKOPTHKAIbHBIX U MEPUBEHTPUKYISPHBIX
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T2 runepuHTEHCUBHBIX OYaroB B OeloM BellecTBe. B TO ke Bpemsi TUIIMYHO
HaJu4yue JIaKyHapHbBIX WH(APKTOB M MUKPOKpoBoM3NUsHUI. M3MeHeHus Oenoro
BellecTBa OOBIYHO Oonee cummeTpuunble, 4yeM Tnpu PC, U BOBJIEKAIOT
CyOKOpTHKaJIbHOE 0e0€ BEIIECTBO ¢ MopakeHrueM U-BOJOKOH, MOJIFOCHI BUCOYHBIX
710Jie, TOJyOBaJbHbBIA LIEHTP, BEPXHIOK JIOOHYIO HM3BWIMHY, Hapy>KHYIO U Camylo
HapyXHy10 Karcynbl. B otinnune or PC yacTo oOHapyXuBalOT CyOKOPTHUKAJIbHbBIC
KUCTO3HBIE TOPAXKEHUSA 34 CYET PACHIMPEHHS MEPUBACKYJSAPHBIX MPOCTPAHCTB
MEHETPUPYIOIIUX apTepuil B 00JaCTU COEAMHEHHUS CEpPOTo-0eloro BEHecTBa U B
O0azanbHbIX TraHrIMsaXx. QOuarn OOBIYHO HE KOHTpacTuUpyroTcs. B mane
mudepeHmanbHON TUarHOCTUKU TaKXXe CleAyeT yuuTbiBath, uto npu CADASIL
PEIKO BOBJIEKAETCS MO30JHUCTOE TENO, OTCYTCTBYIOT KOPTHUKAJIBHBIE OYard U HE
MopakaroTcsi CTBOJ (3a UCKIIOUEeHHEM MocTa Mo3ra). [lepedpanbHas aMujionaHas
AHTMONATHS XapaKTEPU3YIOTCS HAJIWYUEM MHUKPOKPOBOM3IIUSHUNW, a HWHOTIA H
MaKpOKPOBOU3NUAHUYN (11 uX BbisiBIeHUE HeoOxonumo MPT B pexume GRE unu
SWE). Bo3moxHbl KpyrnHble T2 TUNEPUHTEHCHBHBIE CJIUBHBIE O4Yard B OeIoM
BemiecTBe, yame acuMmmerpuunbie. Cunapom Cycaka — MUKPOAHTHMONATHS
HesiIcHOU AtnoJioruu ¢ nopaxenueMm [{THC, okkimro3nei BeTBeW apTepuu CETUYATKH U
HEUPOCEHCOPHOM TYTrOYXOCThIO, pPa3BUBAIOWIASCA y MOJOABIX >KeHIIHH. I[Ipu
cungpome Cycaka 4acTo Mopa)kaeTcsi MO30JUCTOE TENO, HO OOBIYHO LIEHTPAJIbHbIC
OTJAENbI, & HE HWXKHAS MOBEPXHOCTh, Kak npu PC. Kpome TOro, TUIU4YHBI o4aru B
rIIyOOKOM CEpOM BEILIECTBE, JJaKyHAPHbIE HH(APKTHI, KOHTPACTUPOBAHUE 000JIOYEK.
OcTtpbiii paccessHHbIi 3HIePasomueaut (OPIM) MOKET UMUTHUPOBATH MEPBOE
nposinenne PC, mpuyeM B OTCYTCTBHE OSHIUE(aAIONaTUU W MPEAlIeCTBYIOLIEH
nHpeknn, HaA&KHbIX KiIuHWYeckux wuinu MPT kpurtepueB, MO3BOISIOMINX
muddepenuupoBate OPOM u PC, He cymectByeT. [IpaBuiibHBIN AMAarH03 OOBIYHO
MOXHO MOCTaBUTh TOJBKO MPHU MOCIEAYIOIIEM HAOMI0eHUH, TeM Oosee, uTo y 20—
30% 6onbHbIXx ¢ OPOM B nanpuelimem nuarnoctupytotr PC. Ha MPT npu OPOM
oOHapyxuBatoT T2 THUNEPUHTEHCHUBHBIE MHOXXECTBEHHbIC, YacCTO CJIMBHBIE
JIBYCTOPOHHHE CHUMMETPHUYHBIE OYard, KOTOPbIE MOTYT PACHPOCTPAHATHCA HA KOpPY.

Pa3Mepsbl o4aroB CUIbLHO BapbUPYIOT, HO, KaK MPaBUJIO, OHU 0oJiee KpynHbIe (MOTYT
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OBITH TICEBAOOIYX0JIEBbIMU), ueM Mpu PC, u umerotr HeueTkue kpas. Jlaxke B ciyuae
nomuHupoBanuu pu OPOM Menkux o4aroB, OOBIYHO IPUCYTCTBYET XOTSI Obl OJUH
ouar pasmepoMm 1-2 cm. Ouaru npu OPOM nokanu3yroTcs 1mo OoJbIled YacTu B
rJIyOOKOM O€lOM BELIECTBE M B OOJACTH COEAMHEHHSI CEpOro-0eyioro BelIeCTBa,
OOBIYHO B TEMEHHOMW U 3aThUTIOYHOU N10MsX. [lepUBEHTPUKYIIApHBIE OYaru HE OY€Hb
xapakTepHbl. [IoMHUMO KOpBI, MOXKET MOpa)xaThCid TIYOOKOE Cepoe BEIIECTBO, a
TaKke CTBOJI W MO3kKeuoK. [locie BBeneHUs KOHTpacTa OTMEUalOT TOYEYHOE,
HOAYJIIPHOE, TOJIHO€ U HEMOJHOE KOJBIEBUIHOE HAKOIUIEHME BO BCEX oOdarax
(BIpoueM, Mpu3HAK UMEET MAIIyI0 3HAYUMOCTh, TaK KaK BO MHOTHX CIIy4asix odaru
npu OPOM BooOmie He KoHTpactupyrorcs). IIpy OPOM Bo3MOXHBI O4aru B
CIIMHHOM MO3T€, OHU OOBIYHO JIOKAJIU3YIOTCS B TPYJHOM OTAEIE€ U MOTYT OBITh
JUTMHHBIMU U 0Te4HBIMU. [Ipu knaccuueckom MoHodazHOM OPOM HOBBIX 04aroB He
OKHMJIaeTCsl, a T€, YTO €CTh, JOJKHBI MOJIBEPraTbCcsi OOPATHOMY Pa3BUTHIO, XOTs Obl
yacTuyHO. [Ipu BO3BpaTHOM paccesHHOM 3HIle(daTOMUETUTE BO3MOKHO MOBTOPHOE
KOHTPACTUPOBAHUE WJIM YBEJIMUYCHHE Oa30BbIX OYAroB, a MpU MyJIbTU(A3HOM,
Hapsily C HOBBIMU CHMIITOMaMHM W3 paHee MOPaXEHHOW 00JacTH, BO3MOXKHO
MOSIBIICHME HOBBIX OYaroB. BmpoyeMm, CyllecTBOBaHHME BO3BpPAaTHOTO U
MYyJIbTU(])A3HOTO pacCESTHHOTO SHIledaTOMUETUTA ABJISIETCSA MPEIMETOM JIUCKYCCHUH,
BEPOSTHO, OOJIBIIMHCTBO OMUCAHHBIX clly4yaeB npescrabieHs PC.

Cnexktp  3a00JieBaHMii  ONTHKOHEBPOMHUEJIHUTA, TIOMUMO  COOCTBEHHO
ONTUKOHEBPOMUENUTA JIeBMKa, BKIIOYAECT a3WMaTCKUW ONTHUKOCHHHAIbHbIN PC,
MPOJOJABHBIA MUENUT, ONTUYECKUM HEBPUT WJIM MHEJIUT C O4aramMu B TOJOBHOM
MO3re, TUIUYHBIMU JUISl ONTHUKOHEBpOMHENIUTa. MHOTHME U3 3TUX CHUHIPOMOB IO
kinHndeckuM U1 MPT nannbeiM niepekpoiBatorest ¢ PC. C yu€rom TOro, 4to y 4yactu
OOJIbHBIX HE OOHApYXXHUBAIOT XapakTepHble JUisi 3a00JEBaHUS CHIBOPOTOUYHBIE
aHTUTENa IPOTUB aKkBanopuHa-4, To nuddepeHimanbHas JMarHoCTUKa MOKET ObITh
BeCchbMa CJOXHOU. J[lnms 3a0oneBaHMil CHEKTpa ONTUKOHEBPOMHUENIUTA THUIUYEH
MPOAOJALHBIA MUENUT (Oosiee 3 CerMeHTOB M 00Jiee MOJIOBUHBI TUAMETPA CIUHHOTO
MO3ra, ¢ BapuadeIbHbIM KOHTPACTUPOBAHUEM, 3aT€M MOTYT pa3BUBaThCA aTpodus u

O6p330BBIBaTBC$I CUPHUHIOMUCIUTHYCCKHC HOJ'IOCTI/I). Oyarn B TOJIOBHOM MO3T¢€
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KOHIICHTPUPYIOTCS BIOJIb JIMKBOPHOM CHCTEMBI: OOJacTd, NpWIeramnme K
TPEThEMY KETyJAO0UYKY, BOJOMPOBOAY MO3ra; OHU TaKXKE MOTYT pacrojararbCcsi B
TajaMmyce, TUNOTallaMyce€ U  JIOpCaJbHBIX OTHAeNax CTBOJIAa. BO3MOXHBI
MEPUBEHTPUKYISIPHBIE O4Yaru, HO B oTiinure OT PC OHU MMEIOT TEHIEHIUIO ObITh
CyOSNMUHANMAPHBIMU, a HE MEPINECHANKYISIPHBIMU (Kak TUnuuHble juisi PC manbibl
Hoycona). MWuorma ouarm ObIBalOT  OOJBIIMMU M OTE€YHBIMH, MOTYT
paclpoCTpaHsATbCSI € JOpPCAJbHOrO CTBOJAa HA MO3KEYKOBBIE HOXKH, a C
AMEHIUMHON MOBEPXHOCTH — HA MO30JIUCTOE TEJO, BIUIOTH /10 MOPa)KEHUs €ro Ha
BClo  TonmuHy. Onucansl  OOHMIMpHBIE  MOJMYIIAPHBIE ~ OYarW, HMHOTIA
MICEBJOOIYXOJIEBbIE, WJIM BOBJICKAIOIINE KOPTUKOCIUHAIBbHBIE TpakThl. Jlms
3a007€BaHUN CIIEKTpa ONTUKOHEBPOMUEINTA HE XapaKTepPHbl KOPTUKAIbHBIE OYaru
U KOHTPAaCTHUPOBAHUE 000JIOUEK.

MOTI-accounupoBaHHbIA JHUE(ATOMUETUT — HEAABHO BBIJICICHHOE B
OTZIEJIbHYI0 HO30JIOTHI0 BocmanuTenbHoe 3aboneBanue I[HC ¢ momumopdHbIMU
KIIMHUYECKUMH MPOSIBICHUSIMU (XapaKTEPHO pPa3BUTUE CHEKTPa U3 ONTHYECKOIO
HEBpUTA, MHEIHTAa U CTBOJIOBbIM OSHiedamutoMm, win OPOM-nobogubiMu
MPOSIBICHUSIMU) U aCCOLUMHMPOBAHO C HaiIuuveM ChiBOpoTouHbiX aHTuTen (IgG)
MPOTUB MUEIUH-oIUroAeHApountapuoro riunpornporenHa (MOG-IgG). Panee
3a0osieBaHre OOBIYHO omuOOuHO TNpuHuUManu 3a PC, OPOM wunu 3aboneBaHue
cnektpa OHM (cepoHeratuBHbIi K akBanopuHy-4). KiuHHYeCcKHM mMpOTEKaeT
MoHO(a3HO uiu ¢ oOocTpeHusiMH, Ha MPT BBIABISIOT OdYaroBbie HU3MEHEHHS,
XapakTepHbIE NI BOCHAJIUTEIBLHOIO JAeMUETUHU3UpYyomero 3adonesanus. B 2018
r. OnyOJIMKOBAHbI MEXIYHAPOIHbIE PEKOMEHAAIUYU 110 AUATHOCTHKE 3a00JI€BaHUs U
TecTupoBaHuio Ha aHTuTena nmpotuB MOI [Jarius S., Paul F., Aktas O. et al., 2018].
BackyauThl: KIMHUYECKUE MPOSBICHUS BapuaOebHbl U BKIIIOYAIOT KAK CUCTEMHbIE
MPOSIBIICHUSI, TAK U HEBPOJIOTUUYECKUE PACCTPONUCTBA, PA3BUBAIOIIUECS B PE3yIbTATE
CUHJIPOMBI MOTYT OBITh KaK BHICOKO XapaKTEpPHBIMU, HO Yallle KIMHUYECKas KapTuHa
Hecnenuduuna. [Ipu mopaxenusx [THC MPT kaptura oObuHO HecrmenuduvHa,
HEKOTOpbIE  BapUaHThl  BaCKYyJHMTOB  CONPOBOXJAIOTCS  MosiBIeHueM T2

T'MIICPUHTCHCUBHBIX O4YaroB B oesroM BCIICCTBC, HCOTIMYHMMBIX OT PC, HO
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OJIHOBPEMEHHOE Hajauyue UH(APKTOB, MUKPOKPOBOUIIUAHUMI, KalblIMHATOB U
BOBJICUEHHE 000JI0OYEK OOBIYHO MO3BOJSIOT MPEANOI0XKUTH MPABUIbHBIA JTUATHO3.
Hawnbonee yacto quddepennuanbayo 1uarioctuky ¢ PC npuxoauThesi mpoBOIUTh
IIPU CIEAYIONINX BACKYJIUTaX.
IHepBu4HbII BACKYJIUT IHC: BO3MOKHBI paccesiHHbIE T2
TUMIEPUHTEHCUBHbIE oyard, HamnoMmuHatomue PC, HO Takxe OOBIYHO
Pa3BUBAIOTCA KPOBOU3NMUAHUS, WH(MAPKTHI, U KOHTPACTUPYIOTCA OOOJIOYKU
Mo3ra. Bo3moxxHO mopakeHue CIMHHOro Mo3ra. OObryHasi aHruorpadus B
YaCTH CJIy4YaeB MO3BOJSET BBIIBUTh U3MEHEHHUS CTEHOK COCYJI0B, HO 4acTo €€
pe3yabTaThl HOPMAaJIbHBI.
CunapoMm Heiipo-bexuera: BO3MOXHBI pACCEIHHbIE TUNIEPUHTEHCUBHBIEC T2
oudaru B 6esnoM BeniecTse, kak mpu PC. OTanuuTenbHble TPU3HAKY BKIIOYAOT
KpyIHbIE ClIUBHbIE T2 TUNEPUHTEHCUBHbIE OYard B CTBOJIE M 0a3ajbHBIX
TaHTJIMSX, B OCTPOU CTAIMH 3TH OYaru OOIIMPHBI U COMPOBOKIAIOTCS OTEKOM,
HO TIOTOM MOTYT YyMEHBIIAThCS W Jaxe ucye3arb. JJisi XpOHUUYECKOTO
cuHJpoma Helipo-bexdera TunuuHas atpodusi cTBoJIa B OTCYTCTBUE aTpoduu
NOJyIIApU, TaKkKe BO3MOXHBI TPOMOO3 MO3TOBBIX CHHYCOB. BoBneuenue
CIIMHHOTO MO3Ta BO3MOHO, HO MOpaxaroTcsi 0ojee IJIUHHbIE CErMEHTHI, YeM
pu PC.
Heiipocapkoun03: dacTble TMPOSBICHHUS BKIIOYAIOT KOHTPACTUPYEMBIE
000JIOYKM U MHOXKECTBEHHbIe T2 THUIEPUHTEHCUBHbIE OYarn B OeIoM
BEIIIECTBE, YACTO OJIHOBPEMEHHO KOHTpAacTUpyeMmble. THUIMYHO, YTO TMOCIE
BBEJICHUS KOHTpacTa  mpoucxomut  auddysHoe WX Yy3JI0BOE
KOHTPACTUPOBAHHUE YTOJIIEHHBIX O000JIOYEK, OOBIYHO B CYMPACEIUIIPHON U
O0azanpHOM 1mUcTepHax. Kpome Toro, s Helpocapkoujio3a THUIAYHO
NEPUBACKYJISIPHOE pacrpocTpaHeHue mnopaxenus. KiumHWYecku TUIHUYHO
MOpaXXEHUE YEPENMHBIX HEPBOB, U MOPAXKEHUE 3PUTEIBHOIO HEpPBA MOXKET
UMUTHPOBATH ONTHUYECKUN HEBPUT. [lapeHXuMaTO3HbIE TpaHyJIEMBI B CBOIO
ouepellb, MOryT umutupoBath Oysimiku PC. Bo3M0XXHO KOHTpacTUpOBaHUE

000JI0YEK CITMHHOTO Mo3ra, HO HCTUHHBIM MUEIUT COCTABIISICT PEAKOCTD.
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Cucremnas kpacnasi BoqyaHka (CKB): BO3MOXHBI KpymHblE UH(APKTHI,
KOpTUKalbHas atpodusi, MyIbTU(OKAIbHBIE OUYard B CEPOM BEIECTBE W/UIU
T2 runepuHTEeHCUBHBIC o4yaru B OemoMm BemiecTBe. B oTanune ot PC ovaru B
0eJIOM BEIlleCTBE MMEIOT TEHJICHIIMIO K PaCIpeeCHUI0 MO0 BaCKYJISIPHOMY
naTTepHy, YaCTO HAOJIIOAAI0T MOpakeHUe Oa3albHBIX TaHTIIMEB, C OTEKOM U
TOYEUYHBIM  KOHTPACTHUPOBAHUEM;  BBIPAKEHHYIO  KalblUHU(PUKAIUIO B
0a3anbHBIX TAHTIUAX, 3y0O4aTOM SJIpe, CEMUOBAIILHOM IIEHTPE M KOPTHUKO-
CyOKOPTHKANBbHBIX 00sacTsaX. [lopakeHne CIMHHOTO MO3ra yalie MpoTeKaeT B
dhopMe MPOI0TBLHBIX OOIITUPHBIX 0YaroB.

IIpu rpanynemaro3e Berenepa wu Oose3nnm Illerpena B0O3MOXXHBI
uepeOpaibHble ¥ MEHHMHT€allbHble MopaxkeHus. HMHoraga  BBISBISIIOT
JEMUEIIMHU3UPYIOIINE MopaXkeHus 6enoro BemiecTsa, HanomuHawme PC, Ho
OHU OOBIYHO COYETAIOTCS ¢ MH(papKTaMH U MUKPOKpOBOM3NUAHUAMU. [Ipu
oone3nu lllerpena BO3MOXHO pa3BUTHE KaK MPOAOJbHOIO MHUEINUTA, TaK U
ONTUYECKOTO0 HEBPUTA, YTO MO3BOJIAECT MPEAOJIOKUT O MEPEKPHIBAIOIIUXCS
naToreHeTuyeckux Mexanumax npu 0onesnu lllerpena ¢ mopaxkenuem [HTHC
1 3200J1€BaHUSIMHU CTIEKTPA ONTUKOMHUEIIHTA.

XpoHuueckoe JumdounTapHoe BOCIIAJICHHE c MOHTHHHBIM
NEePUBACKYJISIPHBIM KOHTPACTUPOBAHHWEM, YYBCTBHUTEJIbHOE K
IJIIOKOKOPTHKOUIAM: HEJIABHO ONMKMCAHHOE BOCHAIMUTENIHHOE PACCTPOICTBO B
dbopme mnonTuHHOrO JHIEdanomuenura. Ha MPT oOnapyxuBaror T2
TUTIEPUHTEHCUBHBIE OYaru ¢ TOYEYHBIM U U30THYTO-TMHEUHBIM KOHTPACTHBIM

YCHUIICHUCM B MOCTY, APYI'UX OTACJ]IaX CTBOJIA, MO3KCYKC 1 CIIMHHOM MO3I€.

NHdexnuoHHble TMNOpPaKeHWsl: HECKOJbKO HWH(EKIHI MOTryT MpOSIBISATHCS

ouaraM# B Oej0M BellecTBe, B ToM uuciie T2 odaramu, HanomuHaronumu PC. B

OOJIBIIMHCTBE CJIydyaeB B IUIaHe Ju(depeHInalIbHON JTUAarHOCTUKU BEyIlee

SHAYCHUC HMMCIOT COOTBCTCTBYIOIIHNC KIMHUYCCKUC ITPOSABJIICHUSA, CCPOJIOTNIYCCKHC

TCCThI 1 aHAJIU3bI JIMKBOpA.

[Ipu mnporpeccupymomeii MyabTH(OKAIBHON JieliKoIHIedaTonaATUN

(ITMJI) oyaru MOryT MOSABISATHCA B 000K oOnactu 6enoro Beniectsa (B TOM
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yucje B Tallamyce, 0a3albHbIX TaHTJIUSAX, MO3OJUCTOM TeJe, MO3’KEUKOBBIX
HOKKax), HO BCE € Yallle PacloyiaraloTcs CyNMpaTeHTOpPUAIbHO, B JOOHOM,
TEMEHHOM M 3aTbUIOYHON JoyisiXx. Ouard OOBIYHO KpYIHBIE, MOHAYaIy
(b okalbHBIE, HO MIOTOM CTAHOBSITCSA CIIMBHBIMHU, B TUIUYHBIX CIIy4asiX UMEIOT
PE3KyI0 TpaHWIy B HalpaBJIECHUU K CEPOMY BemllecTBy (¢ BoBieueHuem U-
BOJIOKOH), HO HEYETKYI0 B HalpaBlieHMH K Oeiomy BemiecTBy. Ouaru
runiepuHTeHCUBHBI Ha T2 w DWI, runountencuBusl Ha T1, wmoryr
KOHTaCTUPOBaThCs. [ paHHEN AUArHOCTHKH BaXKHBI YUET TAKUX MPU3HAKOB
KaK CyOKOpTHKaJIbHAas Jiokanu3ainus, BoBineueHue U BosiokoH, Bua Ha T2, T1
u DWI, xapakrepucTuku TpaHulL, a TaKKe TOYEYHbIM IIaTTEPH
KOHTPAaCTUPOBAHUSA, BO3MOXKHO OTPAKAKOIIUN NEPUBACKYJIAPHBIN XapakKTep
BOCHAJIEHUS.
BUY acconuupoBaHHbIi JHIEPATUT OOBIYHO Pa3BUBACTCSA Ha IMO3THUX
cTaausax UWH(EeKuuu, HO MOXKET ObITh U MepBbIM MposiBieHueM BUY-
unpexuun. HerpyOsie u nuddys3nsie T2 TunepuHTEHCHUBHBIE MOPAKEHUS
Oesioro BemiecTBa — HauOosiee vactoe mnposisineHue Ha MPT, uro moxer
HallOMUHATH CIMBHbIe ouarn npu PC wiM [gaxke HWMHUTUPOBATH TakK
Ha3bIBaEMOE «TPSI3HO BhIIsAsIIEe Oenoe BemecTBo» (dirty appearing white
matter), KOTOpoe ONMCaHO BHE OJsieK B OenoM BellecTBe y nanueHToB ¢ PC.
B ornuuune or PC o00byHO coxpanstoTcs U BOJOKHA W OYaru He
KOHTPACTUPYIOTCHL.
Jlaiima GoJie3Hb: crienindrUUecKuil MaTTepH OTCYTCTBYET, MOTYT OBITh MEJIKUE
T2 runepuHTEHCUBHBIE OYarv B MOJYLIAPUSAX U CTBOJIE, HO B oTinuue ot PC B
MEHbBIIEH CTENEHH BOBJIECKAIOIIME MO30JIMCTOE TENO0. B ocTpoil ctagun oyaru
MOTYT  KOHTpacTUpOBaThbCcsi, a B  cllyda€  MEHHUHrO3HIedanuTa
KOHTPAaCTUPYIOTCS U 000J0YKKM. MOryT MOpaxaTbCsl 3pUTENIbHBIM HEpPB,
JMLIEBOM HEPB, KOPEHIKH CIHHAJIbHBIX HEPBOB, B TO K€ BpPEMS MUEIUT
HaOJIOAaI0T PEAKO.

MeTtaboauyeckue U Tokcuueckue mnopaxkenusi Ha MPT 00bIUHO MPOSBISIOTCA

O0ojiee CUMMETPUYHBIMM U CIUBHBIMH odaramu, dyem npu PC. ILleHTpanbHbIl
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MOHTHHHBIA MHEJIUHOJIU3 PA3BUBACTCA OOBIUHO TMOCHE OBICTPON KOPPEKIIHH
TUMIOHATPUEMHUHM W XapakKTepuszyercs  OuiaTepalibHbIM  CUMMETPUYHBIM
BOBJICYUEHUEM LIEHTPAIBHBIX OTJEIOB MOCTA, MHOT/IAa TAK)KE BOBJIICKAIOTCSA TAIAMYC
u OazanpHbie TaHrauu. OTanyaercs or PC coxpaHHOCTBIO 0€oro BemiecTBa IO
nepudepur, MO IKEIYJOUYKOBOM TMOBEPXHOCTH, a TakkKe OTCYTCTBUEM
KOHTPACTUPOBAHUSA OYaroB. JKCTPANOHTHHHBINA MHEJUHOJIM3 MOXKET MOPAXKATh
nepeOpanbHOEe O€noe BeIIeCTBO, MO30JHCTOE Telo, OdYard Kak IpaBuUIo,
JBYCTOPOHHUE W CHMMETPHUYHBIE; B MOJOCTPOM CTaAUM HMEIOT TEHICHIUIO K
rcue3HoBeHn0. CHHAPOM 3aiHeil 00paTUMOil IHUedaTonaTHH XapaKTEPU3YETCs
TOJIOBHOW 0OJIbIO, HAPYIIEHUEM CO3HAHUSA, CyIOPOTaMHU U HApPYUICHUSIMH 3PEHMUS,
Ha MPT o0Hapy>KuBalOT IBYCTOPOHHUE (POKAJbHbIC WIN CIUBHBIE KOPTUKAIbHBIC
U CyOKOpTHKaJIbHBbIE OOJACTU BA30r€HHOTO OTE€Ka, B OCHOBHOM B TEMEHHO-
3aThlIOUHBIX O0nacTsax (T2 runepuHTeHCUBHBbIE). YacTo BOBIIEKAIOTCS JIOOHBIE,
HIDKHHUE BUCOYHO-3aThUIOYHBIE 00JACTH, MO3XKe4OK. OmNucaHbl OJHOCTOPOHHUE
nopaxkeHusi. CHHAPOM OOBIYHO pa3BUBACTCS TMPU TSDKEION apTepualibHOU
TUNIEPTEH3UHU, OJKIaMrncuu wid npueme HekoTopbix JIC  (umcruiaTuHa,
TaKpoOJUMycCa, IMKJIOCIOPUHA, JPUTPOIOATUHA, anb(pa-uHTepPepoHa), mocie
KYNUPOBaHUS runepreH3sun wikn oOTMeHbl JIC HU3MEeHEeHMsT MOoABEpPrarTCs
00paTHOMY Pa3BUTHIO.

IIpu nuddy3HoM aKCOHAJIBLHOM MNOPAKEHMU pPa3pbiBbl aKCOHOB Ha MPT
BBINVISIAST Kak T2 TUNEPUHTEHCHUBHBIE OYark, OHU OOBIYHO JIOKAJIU3YIOTCS B
IIyOOKOM O€lOM BEUIECTBE BEPXHEW JIOOHOW W3BWIMHBI, Ha TpaHULE OEoro u
CEepOro BeIlecTBA B JIOOHOM HM BHCOYHOM JONSAX, B 0Oa3aIbHBIX TaHTIIMSX,
MO30JIICTOM TEJE U MOCTE; YTO MHOTrJa HarnmoMuHaeT u3MeHeHnus npu PC. B miane
nuddepeHnanbHON  AMArHOCTHKM, T[OMHMO aHaMHe3a, cleayeT olpamaTh
BHUMAHUE HA TEMOPPArnyecKue MOPAXKEHUS U JIPYTUe U3MEHEHHS, CBSI3aHHBIC C
TpaBMOM (ymuOBbl KOpPBI, MOBEPXHOCTHBIM T'€MOCHUIEPO3, CTApble MEPEIOMBI).
JlydyeBasi Tepanusi MOXXET IPUBOJUTD K TSKEJION IEMHUEIHMHU3AINU LIEHTPATBHOTO

0eJioro BellecTBa, OCOOEHHO €CJIM OHa codeTaeTcsi ¢ xumuorepamnueil, na MPT
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OOHapyXMBAalOT  CUMMETPUYHBIE WM  ACUMMETpPUYHbIE  CIUBHble T2
TUIIEPUHTEHCUBHBIE 00JIACTH, HO C COXPaHHOCTHIO U-BOJIOKOH.

Onyxosm: PC MOXkeT NposBAATHCSA OMyXOJEN0J00HBIMH OYaraMu, KpoMe TOro, OH
MOXeT codetaTbea c onyxonsamMu [[HC, wame rimampHOro IpPOMCXOXKIACHUS.
I'maBHbIl  nudQepeHanbHbId  NPU3HAK — HAJIMYKWE OTKPBITOTO  KOJIbLIA
KOHTPAaCTUPOBAHUSI, TUIUYHOTO JUIsl OmyXosenofgoOHbIx o4daroB PC; ucTUHHBIE
OMYyXOJIM,  HANpOTUB, OOBIYHO  CONPOBOXKIAIOTCS  3aKPBITBIM  KOJIBLIOM

KOHTPaCTUPOBAHUS.
I'nasa 5. IEYHEHUE

5.1. O0mue NPUHUMIIBI TEPANIUH PACCESIHHOI0 CKJIEPO3a

Jleuenne PC ocraercss OJHMM W3 CIOXHBIX BOIPOCOB MPAKTUYECKOU
HEBPOJIOTUH, YTO OOYCIOBIEHO MHOroo0Opa3uemM KIMHHYEeCKUX (opM 3abojeBaHUs,
WHJMBUAYAJIbHBIM TEUYEHHWEM O0oJie3HH y Kaxjaoro mnamueHta. Kpurtepuu
sdpdextuBHOCTH JedeHus PC BriodaroT B ce0s, Npexae BCEro, OLEHKY
KJIMHUYECKOTO COCTOSIHUSI, & UMEHHO, YMEHBIICHUE YacCTOThl U CTENEHU TSKECTH
o0OCTpeHHUi, OTCYTCTBHE HapacTaHWs HUHBaIuAu3anuu 1o 1mkaie EDSS,
MO3UTUBHYIO JUHAMHKY JaHHBIX MPT (OTCyTCTBHE MOSBICHUS HOBBIX M aKTUBHBIX
OYaroB, a TaKXe HapacTaHus BBIPAXEHHOCTH aTtpoduu Mo3sra). BbiaensoT
cienyromue HamnpasiaeHus tepanuu PC.

1. KynupoBanue o00CTpeHHMil.

2. [IpenynpexaeHne BOZHUKHOBEHHS TalIbHEUIINX BO3MOXKHBIX O0OCTPEHUN U
MPOTPECCUPOBAHUST 3a00JIEBaHUSI — UCIIOIb30BaHUE IMPENApaToOB, HM3MEHSIONIIUX
teuerue PC (ITUTPC).

3. CuMnrToMaTudecKas Tepanusi u peadrinTanus.

Crnenyer OTMETUTBb, YTO JIEKapCTBEHHas Tepanus nauueHtam ¢ PC
PETIAMEHTUPYETCSA COOTBETCTBYIOIIMMH HOPMAaTHBHBIMH JOKyMeHTamu M3 PO
(CrangapThl MEpBUYHON / CIEIMATU3UPOBAHHON MEIUIIMHCKON MOMOIIM OOJBHBIM
PC, ytB. npukazamu Munsgpascoupazputust PO Nel05 ot 22.02.2006, Mun3apasa
P® No1542u ot 24.12.2012, Ne1085H ot 20.12.2012), a Takke psAIOoM KIMHHUYECKUX
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pekomenaanuii CoBeTa 3KCIEPTOB CEKIUU MO JAEMUETUHU3UPYIONIUM 3a00JI€BaHUSIM
Bcepoccuiickoro o0miecTBa HEBpOJOroB M Poccuiickoro KoMmuTeTa McclieaoBaTeen
paccesaHoro ckiepo3a (POKUPC) [boiiko A.H., boiiko O.B., I'ycer E.N., 2014;
Kacatkun J1.C., Cnupun H.H., boitko A.H. u coast., 2014; Kannoc JI., boiiko A.H.,
2014; Kacarkun /[.C., 2016].

5.2. KynupoBanue o0ocTpeHuii

s JICUYECHUS o0ocTpeHuit PC TPaAULIUOHHO NIPUMEHSIOTCS
[IIOKOKOPTUKOUBI — TMPEIHU30JIOH, METUIIIPETHU30JIOH, JIEKCAMETa30H, a TaKkKe
cunretnueckui anajmor AKTIT — Tterpako3aktuna (cuHaAKTeH-Aemno). Buidbop
npemnaparta 3aBUCUT OT TSIKECTHU OO0OCTpeHUus (TsKenoe, CpeaHEN TSHKECTH, JIETKOe).
['TIOKOKOPTUKOUABI OKA3bIBAIOT MMMYHOCYIIPECCUBHOE, MPOTUBOBOCHATUTEIHLHOE U
MPOTUBOOTEYHOE  JEWCTBME M  TEM  caMbiM  CHOCOOCTBYIOT  perpeccy
MMMYHOBOCHAQIUTENbHBIX HW3MEHEHHI B MO3r€é W CHUXEHUIO MPOHUIIAEMOCTHU
remarosHuedanueckoro 6apbepa. [[puMeHsIOT pa3IuyHbIe O3bl U CXEMbl BBEJICHUS
[IFOKOKOPTUKOUIOB.

Metonom BbIOOpa aiis KynupoBaHusi oOoctpeHuid PC B HauTosiiiee Bpems
SABJISIETCS. IPOBEICHUE MYJIbC-TEPANIUN METUIIIPEIHU30JI0HOM B 03¢ oT 500 mo 1000
r/cyT B TeueHue 5—7 aHeu. [lynbc-Tepamnusi mpoBOAUTCS TOJIBKO B CTAIIMOHAPHBIX
YCIOBUSIX, TaKXe MpeaBapUTEIHLHO npoOyercs MPOBEJICHUE
¢dudporzodaroractpoayonenockonuun (OGO JIC) nand  HUCKIIOYEHUS  SA3BEHHOU
0OJIe3HU JKENyJKa W JBEHAJUATUIEPCTHOM KHUIIKA B cTaauio oboctpeHus. B
MpoIlecce MyJibCc-Tepanuy NalueHTaM Ha3HavyaT omernpasoia 20—40 mMr/cyT u kanus
MarHusi acnapruHat (3 TaOmeTku B CYTKH), [ NPO(UIAKTUKH TOPAKEHUI
KEITYIOYHO-KUIIIEYHOTO TpakTa W OJJIEKTPOJMTHBIX HAPYIIEHHH COOTBECTBEHHO.
[lynabc-Tepanus B OCHOBHOM TEPEHOCHUTHCS YIOBJIETBOPUTEIBHO, Y HEKOTOPHIX
MalMeHTOB pPa3BUBAIOTCS MOOOYHBIE A(PPEKTh B BHJE MOBBIIIEHUS MAcChl Tena,
YIPEBOM CHIMU, JICMKOIMTO3a, TMOBBIIIEHWE KOHIEHTPAIMU TIIOKO3bl B KpoBu. K
PEIKUM, HO TSKENIBIM OCI0KHEHUSIM OTHOCATCSI BEHO3HBIE TPOMOO3HI.

[Ipu HemoctaTouHOM 3¢ (eKTe OT MyIbC TEpanuu JOMYCTUMO JOMOJHATH €&

MOCJICAYIOIINM nepopalbHbBIM IIPUMCHCHHUCM MpCaAHU30JI0OHA 501041
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METWINPEIHU30JI0Ha B HadalbHOW no3e 1-1,5 wMr/kr/cyr ¢ mnociaeayromum
MEIJIEHHBIM CHUXXEHHEM B TeueHue mnocieayrommx 1-1,5 wmec, npu >Tom
HEO0OXOJIUMO TIATEIbHOE HAOIIOICHNE 32 TAIUEHTOB U MPO(UIAKTUKA OCI0KHEHUN
JUIUTEIBHON Tepanmuu TJIIOKOKOPTUKOUJAMU (OTEKH, TOBBIINIEHUE MacChl Tena,
MOBBILICHUE aPTEPUATIBHOTO JIABJIEHUS, I3BEHHbBIC TOPAXKEHUS KEIyJKa, OCTEONOPO3,
CTEpOUIHBIN caxapHbIN AUA0ET U Ap.)

[Ipu cpennnx wu né€rkux oboctpeHusx PC pgomyctumMo mnpuMeHEHUE
J€KCaMETa30Ha M0 cxeMme (HauuHasi ¢ 1036l 24—32 MI/CYT U MOCTENEHHO CHIXKAsl ee
Ha 4 mr/cyT) (I03y Jydlle MoAOUpaTh WHIUBUAYAIBHO B 3aBUCUMOCTH OT TSDKECTH
CUMIITOMOB 3a00JieBaHUS U Macchl Tena nanuenta). K mpeumyiectBy Tepanuu
JEKCaMETa30HOM MOXHO OTHECTH OTCYTCTBHE B  OOJBIIMHCTBE  CIIy4yaeB
HeoOxomuMocTH  oOs3aTenpHOro  mposeaeHus DOOI'JIC  u BO3MOXKHOCTH
OCYILIECTBIISITh UHBEKIUU B aMOYJIaTOPHBIX YCIOBUSIX.

JleueHue TETPaKo3aKTUIOM (CUHAKTEH-JEMO) MPOBOAAT MO CIEAYIOLIEH CXeMe:
1,0 mu1 mpenapaTa BBOASAT BHYTPUMBIIIECYHO 3 AHS MOJpPSJI, 3aTEM 4yepe3 2 IHS Ha
tpetuit o 1,0 mu. Ha xypc neuennss — 10-20 mo.

[Ipu Tsxensix oboctpenusx PC, He mnoagaromuxcs TIIOKOKOPTHUKOUHON
Tepanuu, OOJBHBIM CJIEAYeT Ha3HauuTh miazMadepes u3 pacuera 35-40 M mia3mbl
Ha 1 Kr Macchl Tena OOJIbHOTO 3a OJIUH CeaHC. YIIy4lleHue, KaK MPaBuiio, HACTyHaeT
MIpU IpoBeJieHnU 3—5 npoueayp (€KeTHEBHO WIH Yepe3 JICHb).

5.3. [IaToreHeTu4eckasi Tepanus

B macrosmee Bpems misa O6ompHbIX PC  pa3paboTraHa u BHEApeHa B
KIIMHUYECKYI0 MPAKTUKY MaTOTCHETHUYeCKasl Tepamnus, IO03BOJISIIOIAs H3MEHUTh
€CTEeCTBEHHOE TeueHHE 3a00JeBaHUS B BHJE YMEHBIICHHUS YacTOThl OOOCTpPEHHIA,
3aIep’)KKM M3MEHEHUs TUIAa TEUEeHHs Ha Oojiee 3JI0KAYeCTBEHHOE U 3aMEJICHUS

MPOTPECCUPOBAHUS UHBATUAU3ALUU (PUCYHOK 23).
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A. EcrectBennoe teuenue PC 0e3

INaTOrcHETU4YCCKOTO JICUCHU .

b. Tewemme PC wHa  ¢Qone
I n -

aZICKBAaTHOI'O naTOrcHETU4YCCKOIrO

JICUCHUA

Pucynok 23. I'padux ectectBeHHoro (A) u moaudunrpoanHoro (b) reuenus
PC. Jluausi neMOHCTpUpYET TSKECTh HWHBAIMIM3ALUMU OOJIbBHOTO, B Hauale
3a00J€BaHUsl  XapaKTepHO  pa3BUTHE  OOOCTPEHUH €  yBEIMYECHHEM
WHBAIMIM3AUUM U pEMUCCHM (MTOKa3aHbl CTOJIOMKaMHU), B TOCIEAYIOIIEM
MPUCOEANHSAETCS HEYKJIOHHOE MPOTrPECCUPOBAHME WHBANIMAN3ANMNMU (ITOKA3aHbI
Bo3pacrarouiei no guaronanu guaueit). IIMTPC caukaroT yacToTy 000CTpeHUH,
WX TSKECTh U MOTYT 3aMENIJIITh CKOPOCTh MPOTPECCUPOBAHUS.

Bce npenaparsi, uzmensitoniue teuenue PC (IIMTPC) npunsTo rpynnupoBaTh
B 3 rpynnel — [, II, 11T nuauun. Kak npaBuiio, 60€300acCHOCTh T€panuy yMEHbIIIAETCs
ot | munuu k 11, a 3¢ pexTUBHOCT, — B 0OpAaTHOM HaIpaBICHUHU.

Hoctynusie B PO npenapatsl | nuaun BrIto4aroT uHTepdeponsl Oeta-la u b,
riatupamepa anerar, Tepudiaynomun, rumetwidymapar, Il nuaun — Hatanuzymad
1 (GUHTOJTUMO]I, TPEThEHN JIMHUU — alleMTe3yMald U MUTOKCAHTPOH.

Ocunosnas undopmanus o IIUTPC I-111 nuauu npeacrasinena B tadiu. 6. [Cross
A.H., Naismith R. T., 2014; Wingerchuk D.M., Carter J.L., 2014; Farber R.S., Sand
LK., 2015].

Taoauua 6. Ungpopmauus 00 3¢pdekTuBHOCTH, 0€30IIACHOCTH U OCHOBHBIX
MEpPONPHUATUAX M0 [JUCHAHCEPU3AUMM NanueHToB, noaydawmux I[MUTPC
(amantupoBano u3: [Wingerchuk D.M., Carter J.L., 2014; Farber R.S., Sand
I.K., 2015])

IIUTPC Hoza wu mnyrs | MexaHusm P pexTUBHOCTH

BBCICHUA

HeHCcTBUA

ITo6ounbie 3¢pdeKThI

/ M Heo0X0AHUMBIE
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AUCITAHCECPHbIC

MeponpusTHS
N®H-1a 30 mxr 1 pa3 B | Cynpeccust  Thl, | Camwxenne ARR | I'punmonono6Hsbrii
HEJIENI0 B/M ctumysus  Treg | Ha 18% CUHJPOM, MECTHBIE
cradommsarnust [ Ob peakuuu, aHOMaJIuU
OIIIl, nuroneHun /
koHTposb  OIIII  u
OAK
N®H-1a 22 Mkr 3 pasa B | To xe Cumxenne ARR | To xe
HEJIENIO /K Ha 29%
N®H-1a 44 mxr 3 pasa B | To xe Cumxenne ARR | To xe
HEJIENIO /K Ha 33%
NDH-1b 0,25 wmr wuepe3 | To xe Cumxenne ARR | To xe
JIEHb I/K Ha 34%
IlerU®H-1a 125 mxr 1 pa3 B 2 | To xe Cumxenne ARR | To xe
HE/IeIH T/K Ha 36%
I'matupamepa 20 mr 1 pa3 B | CmeuieHue Cunmxenne ARR | MecTtHble peakuuy,
arerar JIEHb I/K MMMYHHOTO oTBeTa | Ha 29% Ba30MOTOPHBIE
c Thl na Th2 peakuumy,
nunoarpodus
I'matupamepa 40 mr 3 paza B | To xe Cumxenne ARR | To xe
auerar HEJIENI0 Ha 34%
Tepudaynomun 14 mMr 1 pa3 B | Yruerenue Cumwxenne ARR | Anomanun OIIII,
JIeHb 11/0 npoaudepanuu Ha 36% peakThBanus
ayTOUMMYHHBIX B- TyOepkyJesa,
u T-KJIeToK HCTOHYCHHE BOJIOC,
mmapes /  @IIT mo
Hayasa JIeUeHus, 3aTeEM
Kaxaelii 1 Mec 6 Mec,
3aTeM IEepUOIUYECKHU;
OAK mnepen HavamoMm
JEYeHUs U 3aTeM
NEPUOIUYECKH
Humetrmngymapar | 240 mr 2 pasza B | [loBbimenue Cunmxenne ARR | «IIpunuBel», auapes,
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JIEHb 11/0 ycToiuuBocTd K | Ha 44% nerikoneuns, IIMJI?/
OKCHJIATUBHOMY OAK 1o Havasa
cTpeccy 3a cuer JICYECHHUS 3aTemM
aKTUBaLlUM  NYTH kaxaele 6 mec, DIIII
Nrf2 ¢pakropa 70 Hayajga JedeHus,

3aTeM NEPUOANYECKU
Hartanusymab 300 mr 1 pa3 B 4 | MonokinonansHoe | CHmxenne ARR | Puck IIMJI y JCV+

HeJl B/B TEI0 K MoJeKkyse | Ha 68% MalEHTOB,
aare3un anbda- aJjiepruuecKue
4/6eta-1 peakiuu/ Tutp aHTH-
UHTETPUHY, JCV xaxnple 6 Mec,
OIOKUpyeT MEePUOINYECKUI
IIPOHUKHOBEHHUE koHTpoib  OAK u
TUMQOIUTOB Yepes3 OIIIT
I'Sb

OUHrOIUMOL 0,5 mr 1 pa3 B | Cs3biBaeTcs c | Cumxenne ARR | bpanukapaus — mocie

JIeHb 11/0 S1P peuentopom u | Ha 54% MEepBOM  J103bl, OTEK
OJIOKHPYET BBIXOJ MaKyJIbl, TSDKETI0e
TUMQOIUTOB us3 TEeueHUe VZV
TUM(PATHIECKUX UHEKITUH,
y3J10B 0a3aJIbHOKIIETOYHAS

kapruHoma? [IMIJI? /
OKI nepen nedenuewm,
KapAMOMOHUTOPUHT 6
Y MOCJIE MEPBOU 03B,
ocMOTp odTambEMoJIora
nepen JICYEHUEM,
yepes 34 Mec,
BaKIMHALIUS  TPOTHB
VZV (npu

CCPOHCTATUBHOCTH K

BUDYCY),

JepMaToiora,

OCMOTpBI

MOHUTOPHHT

KOJINYCCTBA
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TUMQOIUTOB B KPOBU

Anemre3zymad 12 mr 1 pa3 B | JIusuc CD52+ | Cumxenue  ARR | Mu(y3uonHsie
JIeHb 5 AHeW B/B | KIETOK  (3pernbIX | Ha 69% II0 | peakUuK, BTOPUYHAS
NIEPBBIA rof, | MMMQOIMTOB) CpaBHEHHIO C | ayTOMMMYyHHas
3aTeM 1o 12 mr 1 NDH-1a 44 mxr IMaTOJIOT U,
pa3 B eHb 3 THS UH(EKIIMOHHBIE
BTOpPOI rof, OCJIO’KHEHUS /
JOTIOJTHUTENbHbIC 0a30BbIi u
KYypChI o peryisipueiii (6 Mec)
HE00X0IUMOCTH KOHTPOJb  (PYHKUUHU
IIUTOBUIHOM KEJE3bl,
KOJINYECTBA
TPOMOOIIUTOB,
(GYHKITUHU TTOYEK
Oxpenuzymad 600 Mr B/B | pekoMOMHaHTHOe | JIByKpaTHOE Wudexnmonnbe
MHGY3HH  KaKIbIe ryMaHusupoBaHHoe | cHmkeHne ARR no | ocnoxenus,
6 mecsuen MOHOKJIOHAJIHOE | CPABHCHUIO C | KOHBIOHKTHBHT,
aHTUTEJIO, NDH-1a 44 mxr; Kalleyb, KaTapaJbHbIE
CEJICKTUBHO 24-40% CHIDKCHUC | SBJICHMUS,
BO3/CHUCTBYIOIIEE | pUCKa UH(Y3HOHHbIE
Ha B-knetku, | mporpeccupoBaHus | peakIiu /
SKCIpeccUpyomue | 3a00IeBaHus; peMeauKalus
CD20. [IOYTH MIOJIHOE | METWJIIIPEIHU30JI0OHOM,
MOJIaBJICHUE AHTUTHCTAMHUHHBIMH
CYOKIMHUYECKOH | mpemaparamu,
aktuBHOCTH PC. AHTUITUPETUKAMH,
TILATEJIbHBIN KOHTPOJIb
3a BO3MOYKHBIMHU
WH(DEKIIMOHHBIMU
OCJIOKHEHUSIMH,
CBOEBpPEMEHHAs
aHTUOMOTHKOTEPAITHS,
IPOTHBOBUPYCHAS
Tepamnus.
MuTtokcaHTpoH 12 mr/m2 | O6mas Cumxenne  ARR | KapanoTokcuuHoCTb,
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KaXJple 3 Mec 10 | IMMYyHOCynpecusi | Ooiee, 4YeM Ha | BTOpHYHAs JICHKEMHUS,
2 net 40% MUEIOCYTPECcCHst /
Oxokapauorpadus

nepen  JICYCHUEM U

IOCJIe KaXIoM O3Bl

koHTposb  OIIII
OAK

* [Ipumeuyanusi: ARR — cpennerogoBas wacrora oboctpenuit, MOH — wuntephepoHn-
6era; B/M — BHYTPUMBILIEYHO; II/K — MOJKOKHO; B/B — BHYTPUBEHHO; /0 — miepopasibHo; DIIIT
— ¢yHkunoHanbHbIe poOsl neueHn; OAK — o0muit anaan3 KpoBu

B Poccuiickoii  ®Denepanmu  CHaOXEHHE  IMAIMEHTOB  MpemapaTamu
UHTEpPEpPOHOB-0€Ta, IIaTHpaMepa alueTaToOM M HaTaau3yMaOOM OCYIIECTBIISIETCS B
pamkax denepanbHON LEIEBOM MPOrpaMMBbl «7 BBICOKO3ATPATHBIX HO30JOTHINY.

OcHoOBHBIE (PAKTOPBI, KOTOPBIE CIEAYET Y4UThIBaTh npu HazHaueHuun [T TPC
CleAyIoLIHe:

1) tun Tteyenus PC (xak mnpaBWiio, PEMUTTUPYIOLIE-PEUUIUBUPYIOIINH,
UCKIIFOYEHHE COCTABIISIIOT BBICOKOJO3HbIE HMHTEpP(EpPOHBI O€Ta, KOTOPHIE MOMXKHO
Ha3HayaTh NpU BTOpUUHO-TIporpeccupyromuM PC; enuHCTBEHHBIM mpenapar,
nokaszabinii 3(PEeKTUBHOCTh MPU MEPBUYHO Mporpeccupyiomem TeueHue PC —
okpene3yMad, B PO noka HeOCTyNEH);

2) aKTUBHOCTH 3a00JieBaHUsl (KOJUYECTBO M TSIKECTb OOOCTpPEHUM, odaropas
MPT narpy3ska u €€ TuHaMHKa);

3) crenenb uHBanuau3zanuu (OoxpmuHcTBO [IMTPC He mokazansl mpu EDSS
oosee 5-6,5 6amIoB);

4) BO3pacT MalMeHTa U COMYTCTBYIOIIYIO aTOJIOTHS;

5) MHIUBUAYAIBHYIO NEPEHOCUMOCTh, 3(HPEKTUBHOCTh U MPUBEPKEHHOCTH K
TEpaInu.

B P® nonyuenne IIMTPC Bo3moOxHO B pamkax PenepanbHON LENEBON
MpOTrpaMMbl TOJIBKO MOcJie BKItOUeHus nanreHTa B denepanbHblil perucTp OOJIBHBIX
PC.

5.4. HCpCHeKTHBHLIe METOAbI JICUCHUA
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5.4.1 JleyeHne NporpeccHpyromux (popM paccessHHOT0 CKJIepo3a

[IpakTuuecku Bce mnaToreHerudeckue cpeacrtBa JjedeHus PC sddexTuBHBI
TOJIBKO TPU PEMUTTUPYIOIIEM TedeHue 3a0oseBaHus. Bo03MOXXHOE HCKIIOYEHUE
COCTaBJISIIOT BBICOKO03HBIE MHTEpEepoHbI OeTa-1b, koTophle 00J1a1at0T HEKOTOPOM
3G PEeKTUBHOCTHIO, HO TOJBKO TMpU  BTOpUUHO-TIporpeccupyromem PC ¢
oboctpenusimu [Melendez-Torres G.J., Auguste P., Armoiry X. et al., 2017].
[Tatoreneruueckoe jedYeHUE ke NepBUYHOro mnporpeccupytomero PC BoBce 10
HEJIaBHETO BPEMEHU He ObLIO pa3padoTaHo.

B 2018 r. ony0iaukoBaHbl pe3yJbTaThl JBYX MHOTOLEHTPOBBIX KIMHUYECKUX
uccinenoBanuii  mo oreHke 3G(PEeKTUBHOCTH Hatanudymada (MOHOKIOHAIBHOE
aHTUTENO0 MPOTUB anb(pad-cyObenuilbl HWHTErPUHA YEIOBEKa) W CHUHOHUMOJA
(cenexkTUBHBI MoOAynaTOp cuHro3uH-1-docharHoro penenropa), MPOIUBIIHUE
HOBBIE CBEICHHUSI 00 MX 1€JeCO00Pa3HOCTH MPUMEHEHUSI B JIEYEHUU BTOPUYHO-
nporpeccupytomero PC [Kapoor R., Ho P.R., Campbell N., Chang I. et al., 2018;
Kappos L., Bar-Or A., Cree B.A.C. et al., 2018].

B xnunnueckom wuccnenoBanuu Il daszer (ASCEND, ClinicalTrials.gov, Ne
NCTO01416181) cpaBuuBanin 3(PEeKTUBHOCTh, HaTaduzymaba (IPOU3BOJAUTENH —
KoMmnaHusg buoreH) mno cpaBHeHHUIO C IIanedo B JICYEHUU BTOPUYHO-
nporpeccupytomero PC. Ilo pesynbraram wuccieioBaHuss HE OBbUIO OTMEYEHO
addexra Tepanuu HaTaNM3yMaOOM IO JaHHBIM MEPBUYHBIX TOouek — EDSS
(p=0,753) u no Tecty olleHKH ckopocTu mpoxoxaeHus 25 pyro T25FW (p=0,914).
B Toxe Bpems B rpynmne akTUBHOTO JICYEHUS OTMEUEHO pPeAyLHpPOBAHUE
nporpeccupoBanusi PC mo pesynbraram TecTa MO BCTAaBICHUU 9 KOJBIINIKOB B
orBepctuss 9HPT (p=0,001). Takum o0pa3oM, JeyeHHWE HaATaAIU3yMaOOM HeE
COMPOBOXK/JIAJIOCh 3HAYUMBIM penyluupoBanusi nporpeccupoBanuss PC mo maHHBIM
MEPBUYHBIX TOUEK, B TOXKE BpeMs ObLJIO OTMEUEHA Jydlllas COXPaHHOCTh (DYHKIUU
BepxHUX koHeuHocTel [Kapoor R., Ho P.R., Campbell N., Chang I. et al., 2018].

B xnmunuyeckom uccnenoanuu I ¢azer (EXPAND, ClinicalTrials.gov, Ne
NCTO01665144.) cpaBHuUBaM 3(PGHEKTUBHOCTh CHIOHKUMOMAA (MIPOM3BOAUTENH —

komnaHus HoBapTuc) 1o cpaBHeHUI0O ¢ IUIalleb0 B JICUEHUH BTOPUUHO-
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nporpeccupytomero PC. Jlons OoJNbHBIX B TpyIIle AaKTHUBHOIO JICUEHUSI C
MOATBEPAKIACHHBIM TMPOrPECCUPOBAHMEM HWHBAIMIM3ALMU B TEUYCHUE 3 MECSIIEB
OKazajach 3HAUMMO MEHbIIIE, 4YeM B rpymnmne 1miaredo (26% vs. 32%, p=0,013). Takum
o0pa3oMm, CHIIOHUMOJI JOKa3al CBOW A()PEKTUBHOCTh B JICUEHHUH BTOPUYHO-
nporpeccupytomero PC, HO [0 HACTOSIIEr0 BPEMEHH MPOXOIAUT MOCIEAYIOIINE
CTaJIuM KIIMHUYECKOTO MCCIIEIOBaHus U He mpouen peructpamuto [Kappos L., Bar-
Or A., Cree B.A.C. et al., 2018].

Curyanus B 00JacTu JieueHUs] MepBUYHO-TIporpeccupyromero PC HecKoabko
MOMEHSUIACHh C MOSIBJICHUEM MOHOKJIOHAIBHBIX aHTUTEN npoTuu B-numdouuros. Ha
nepBoM dtane  kiuHuueckoro ucciaenoanus /I ¢aser  (OLYMPUS,
ClinicalTrials.gov Ne  NCTO00087529) mosyuyeHbl pe3yabTaTbl IO  OIEHKH
s dexkTUBHOCTH JeYeHus mnepBuUYHO-miporpeccupywomniero PC  purykcumabom
(xumMepHOE€ MOHOKJIOHaNbHOE aHTuTesno npotuB CD20 mnpou3BoACTBa KOMITAHUU
Xoddmann-JIs Pomr) mo cpaBHeHwuto ¢ miarne6o. [[oas O0JbHBIX C MOATBEPKACHHBIM
MporpeccupoBanremM 3abojieBaHus (IepBUYHAs TOUYka) depe3 96 Henenb B aKTUBHOM
rpyle 3HauYuMO HE oTiauyanack OoT rpymnmnbl mianedo (30,2% vs. 38.5%, p=0,14).
Takke HE OTMEUEHO CTAaTUCTUYECKH 3HAYMMBIX MEXIPYIIMOBBIX pa3IMuUil 10
JTMHAMHKE U3MEHEHUs] o0beMa rojioBHOro mosra (p=0,62). Takum ob6pa3oMm, Tepanus
PUTYKCUMA0OM HE CMOrIJia IMPOJIEMOHCTPUPOBATH HEOOXOAUMYIO 3(P(HEKTUBHOCTH B
neyenue nepsuuHo-niporpeccupyromero PC [Hawker K., O'Connor P., Freedman
M.S. et al., 2009].

B nocnenyromem antu-CD20 MOHOKJIOHANIBHOE AHTUTEIO HOBOW T'€HEpaluu
— okpenuzymabd (mpousBoguTens — komnaHus Xoddmann-JIs Pomr) — cran
MEPBBIM CPEJICTBOM C JOKa3aHHOW 3(P(GEKTUBHOCTHIO TMPU JICUCHUH NAIUEHTOB C
nepBuuHoO-miporpeccupyromum PC. Ero s¢gdext Obl1 mpoaeMOHCTPUPOBAH B XOJ€
psala MEXIyHapOJHBIX MHOTOIEHTPOBBIX KJIMHUYECKHX ucciaenoBanuil. I[lo
pesynbratram kpynubix Il u III ¢a3 (OPERA 1 u II) uccinemoBanuii ObLI
MPOJIEMOHCTPUPOBAH TO3UTUBHBIN 3ddekt Tepanuu pemurtupyromero PC (1o
ucxonam MPT u yactore oOOCTpeHHUI), MPEBOCXOISAIIMNA TAKOBOW OT Tepamnuu

unrepdeponom 6era-1a [Mulero P., Midaglia L., Montalban X., 2018].
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B nocnenyromem okpenuzymad crai mepBbIM IpenapaToM, JOKa3aBIIUM CBOIO
CIIOCOOHOCTh CHUXAaTh CKOPOCTh KiuMHHMYeckoro u MPT-nmporpeccupoBanus y
OONBbHBIX ¢ TmepBUUHO-TIporpeccupyromum teuenuem PC. Takx, B 11l daze
kinandeckoro uccienoanus (ORATORIO, ClinicalTrials.gov Noe NCT01194570) y
OOJIbHBIX C TEpBUYHO-TIporpeccupyiomuM PC OTMEUEHO MOCTHUXKEHUE MEePBUYHOM
TOYKU DPGHEKTUBHOCTH: J0JisI OONBHBIX C 12-HeJeNbHBIM MOATBEPKIACHUEM
MPOTPECCUPOBAHUST MHBAIUIU3AIMU OBUJIO 3HAYMMO HUKE B TpYyNIE aKTUBHOTO
nedyeHus, yeMm B rpynne mianebdo (32,9% vs. 39,3%, p=0,03). IlonoOnas nuHamuka
coxpansiiachk U nociie 24 u 120 Hegenbubix HaOMoaeHu (p=0,04 B 000UX Ccityyasx).
[To3uTBHOE BIMSIHUE TEpanuu OKpelrn3ymMaOoM BBISIBICHO U 1O pe3ynbTatam MPT:
B TIpyHne aKTUBHOIO JICUCHHS OTMEYEHO 3HAYMMOE YMEHBIIEHHE CYMMAapHOTO
oO0bema T2-04aroB M CHUKEHHE CKOPOCTH yMEHbIIEHHS 00beMa TOJOBHOIO MO3ra
(p<0,001 u p=0,02 cootBeTcTBeHHO) [Montalban X., Hauser S.L., Kappos L. et al.,
2017].

B wmapre 2017 r. naHHbIE pPE3yabTaTbl IOCIYKWJIA OCHOBAHUEM JUIS
peructpanuu FDA npenapara okpenuzymad (OxpeByc®) B kauectBe Tepanuu PC, a
TaKke IMepBOro mpemnapara Jjis JieueHusl nepBUUHO-TIporpeccupytomero PC u kak
MepBOE€ MOHOKJIOHAJILHOE aHTUTEIIO AJISI JICUEHUs] BTOpUUHO-TIporpeccupytoiiero PC
[8].

B03MOXHOCTh TpUMEHEHHUSI JPYTUX CPEACTB MPU TMEPBHUYHO- U BTOPUYHO-
nporpeccupyromux Gopmax PC no cux mop uszyuyaercs: UCCIAEAYIOT BO3MOXKHOCTh
npuMeHeHuss npu  nporpeccupyromem PC  rtakmx  cpenctB, aHTH-CDS2,
PEMUETUHU3UPYIOIIUX MOHOKJIOHATBHBIX aHTUTEN U JIP.

Takum o0Opazom, B mocieaHue 5 JieT HaOMI0JaeTCsl MOCTENEHHOE MOSBICHUE
MEPCIEKTUBHBIX MPENaparoB, JIOKa3aBIIME WM MOJAIOIIME HAACKAYy Ha CBOIO
s dexTuBHOCT, B Tepanuu nporpeccupyrommx Gopm PC. B Toxke Bpems uz-3a
OOJIBIIMX PACXOJ0OB Ha pa3pabOTKy U OIEHKY A()PEKTUBHOCTU U OE30MACHOCTH
pbiHOYHas ctouMocTh HOBBIX [IMTPC ocTtaercs kpaiine Bbicokoil. [1o 3Toi mpuunHe
COXpaHSIET CBOI aKTyaJbHOM MPUMEHEHUE MHUTOKCAHTPOHA, OTIMYAIOIIUNCS

JOCTYITHOM CTOMMOCTBIO, y OOJIbHBIX C BBICOKOM AaKTHBHOCTBIO 3a00JIEBaHUSI U
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MEepPBBIMU  MPU3HAKAMU TMPOTPEecCUpOBaHUs UWHBanuau3auuu. CorjacHo psaa
KIMHUYECKUX  HMCCJIEAOBAaHUA  MUTOKCAHTPOH  CIIOCOOEH  CHIXKAaTh  PHUCK
MPOTPECCUPOBAHUS M YACTOTY 00OCTpeHUi Mpu 370kadecTBeHHbIX Ppopmax PC. Ipu
ATOM B XOJI€ CpPaBHUTEIBHOIO UCCIEJOBAHUS MPUMEHEHUE MHTOKCAHTPOHA
okazanoch 3¢ dexTuBHee U Oe3omacHee, YeM HCMOJIb30BaHue Iukiodochamuna. B
TOXKE BpeMs UIMTEIbHOE MPUMEHEHWE MUTOKCAHTPOHA MOBBIMIAET PUCK Pa3BUTHUS
KApJUOTOKCUYHOCTH C HapylleHueM cuctoiaumdeckodl auchynkuun (y 12%
MalKeHTOB O0CIeJOBAaHHONW BBIOOpKM) M ocTpoil neiikemun (y 0,8% mnanueHTOB
obcnenoBanHoM BeIOOpKH) [Zipoli V., Portaccio E., Hakiki B. et al., 2008; Martinelli
Boneschi F., Vacchi L., Rovaris M. et al., 2013; Chartier N., Epstein J., Soudant M.
et al., 2018]

C ydetoM (QUHAHCOBOM MAJNOJOCTYMMHOCTH MHOTHUX HEPCHEKTUBHBIX
MpenapaToB M BBICOKUX PHUCKOB JJIUTEIBHOTO MPUMEHEHUS MUTOKCAHTPOHA, IIO-
MpeXHEMY, BaKHEWIlee 3HAUYCHHE B JICUCHUHM MAIIMEHTOB C MPOTPECCUPYIOMIUMU
dbopmamu PC 3aHumaroT cumMnToMaTHyeckas Tepanus W HelWpopeaOuinuTaius,
KOTOpasi B OOJIBIIMHCTBE CIIy4aeB B PYTMHHOM MPAKTUKE CTAHOBUTHCS €IUHCTBEHHO
JOCTYIHBIM METOIOM KOPPEKIUHU TSXKeNoN nHBanan3anuu 00iasHbIX ¢ PC.

5.4.2 JleyeHnne, HAMPABJIEHHOE HA PeMHUETU3AUI0

[Tockonbky B maroreHese PC pemuenuHuzainus UMEET OrPOMHOE 3HAUYCHUE B
MpOIIECCE  BOCCTAHOBJIEHUS  MHUEIMHOBOM  O0OJIOYKM  MOC]I€  aKTUBHOTO
BOCHAJIMTENIBHOIO TIpoliecca, TO pa3zpaboTka MpenaparoB Uil €€ aKTUBALMU
MPECTABIAIOT COOOM KpailHE NMEepPCHEeKTUBHOE HaMpaBlieHUE B pa3pabOTKE HOBBIX
I[TMTPC. N B 3TOM HampaBiIC€HHM NPOBEICHO psJ HAy4YHBIX HCCIeAOBaHUU. Bo
MHOIOM  MEPCHEKTUBHBIA  3KCIEPUMEHTANIbHBIN mOpemnapar ONUIMHYymMad —
MOHOKJIOHAJIbHOE aHTUTENO0, OJOKUPYIOIee TPAHCMEMOpPAHHBIM CUTHAJIBHBIA OEIOK
LINGO-1, xoTopblii HHTHOMpPYET OJUTOACHAPOUUTAPHYIO ITUDPEPEHIUPOBKY U
MUEIUHU3ALMI0 — MO0 pe3yipTaTaM KinHudeckoro uccienoBanus (SYNERGY,
clinicaltrials.gov = No  NCT01864148) mnpenBapuTenbHO  MPOJEMOHCTPUPOBAT
accoumanuio 3PQPEeKTUBHOCTH JedeHHs ¢ cyonomyisiuueid 00apHbIX PC ¢ MeHbIei

MPOJOJDKUTEILHOCTRIO 3a00JICBaHUS W HM3HAYalIbHO OoJiee T00pOKavYeCTBEHHBIMU
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ouaroBsiMH U3MeHeHussMH Ha MPT. [lonyyeHHble TaHHBIE TOCTYKAT U1l pa3paboTKu

OoJiee mepcoHaNbHOM Tepanuu onuuuHymadoom [Jepson S., Vought B., Gross C.H. et

al., 2012; Sheikh S., Calabresi P.A., Giovannoni G. et al., 2017].

5.5. Cumnromaruyeckasi Tepanusi 1 peaduJIuTanus

I[Ipu PC wumeer 3HaueHUE CBOEBPEMEHHOE M aJICKBaTHOE HAa3HAYCHUE
cuMITOMAaTH4YecKOM Tepanuu. OCHOBHBIMHM 3aJjadyaMU 3TOTO JICUEHUS SIBJISIIOTCS
YMEHBIIIEHUE BBIPAXKEHHOCTH OCTATOYHBIX HEBPOJIOTHYECKUX CHUMITOMOB WU
MOJTHAasE UX KOMIICHCAIUs;, MPEeAyNpeKICHUE OCIOKHEHUN (MPOJICKHU, BTOPUUYHBIE
uH(eknn, o0pa3oBaHUE KOHTPAKTYp M [Ip.); MaKCHUMaJIbHO JIOJTO€ COXpPaHEHUE
CIIOCOOHOCTH OOJILBHOTO K MpO(ecCuOHATBHON NESITeNHbHOCTH, CaMOOOCTYKUBAHUIO,
conpanpHOM akTuBHOCTH [XabupoB @D.A., Koueprmna O.C., babmueBa H.H.,
Xaitoynnuun T.U., ABepbsinoBa JI.A., I'panaros E.B., Kazapos C.B., 2010]. Haubonee
4acTo TPEeOYIOT KOPPEKIUHU CIEAYIONINE CHUMITOMBI: HApyIICHUE JBHUTATEIIbHBIX
byHKIUMH (mapajnyuM, CHACTUYHOCTh, TPEMOpP, aTakCus), YyBCTBUTEIbHOCTH,
(yHKIIUN Ta30BBIX OPTaHOB, 00Jb, TOJOBOKPYKEHUE, MAPOKCU3MAIIbHBIE COCTOSHUS,
HapylIeHUsl BBICHIMX TMCUXUYECKUX (PYHKIIHMM, paccTpocTBA B HAMOIMOHAILHO-
BOJIEBOM cdepe, CHHAPOM XPOHUYECKOM YCTalOCTH, OCTEOMOpO3, HaPYIICHUS
SHJOKPUHHBIX (QYHKIIUH.

['maBHBIMU MPUHIUTIAMU CUMIITOMATHYECKOMN TE€paruu  SIBJISIIOTCS
WHJIUBUAY AJIbHBIN MOAXOI, coueTaHue MPUMEHEHUS npenapaTon c
HEMEINKAMEHTO3HBIMU METOJJaMU PEaOUTUTALIUH.

1. Jlnst KOppeKIuu CHacTUYHOCTU MNPUMEHSIOT OakiodeH (OakiocaH),
TU3aHUJUH (cupaainyn), Toamepu3oH (MmuaokanMm). Jlo3bl mpemapatos
NoAOUPAOT MHAMBUIYATbHO: HauMHaAsg ¢ MUHUMalbHOU (1/2 pa3oBoil 103bI),
MOCTEMEHHO YBEJIIMUUBAIOT KaxJble 3—4 qHS 10 JOCTHXKEHUSI TAKOTO COCTOSTHUSI,
KOTJla CIACTUY-HOCTh CHHUYXKAETCS, HO HE HapacTaeT MbllledHas ciaboctb. B
OTHENbHBIX CJIydasiX MOXKHO MPUMEHSITh MHUOPE-JIAKCAHTHl B COYETAHUU C
npemapataMu  OCH30/IMA3€MMHOBOTO psaa (Ama-3emamM, KioHaszemnam). B

MNOCJICAHUC TOAbI IIPU Pa3BUTHU KOHTPAKTYP, BBIPAKCHHBIX JIOKAJIBbHBIX
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MBIIIEYHBIX CIa3MaX HEMOCPEJCTBEHHO B CIa3MHU-POBAHHBIE MBIIIIBI BBOJSAT
npenapaTbl OOTYJIMHUYECKOTO TOKCHMHA Tuma A (OOTOKC, JIJAHTOKC, KCEOMHUH B
no3e 100— 300 EJ] unu nucnopt — 500-750 EMl). YacroTa BBeaeHus — 1 pa3 B
4-6 mec.

2. B 3HauuTenbHOM Mepe HapyllaeT KayecTBO >XU3HH OosbHBIX PC
TpeMop. i CHUXKEHUS BBIPAXKEHHOCTH TPEMOpPA MPUMEHSIOT BBICOKHE JO3BI
BuTamuHa B6, Oera-anpeHoOsokaTOpsl (MPOMPAHOIION), TPULUKIUYECKHE
AHTUJICTIPECCAHTBI, TPAHKBWIN3ATOPhL. [Ipyn Hamuuum Tpemopa MOKOST MOKHO
WCIIOJB30BaTh MpenapaTbl JIEBOJMOMBI. B TskenpiX cilyyasx MNpPOBOIST CTe-
PEOTAKCUYECKUE OTepalluu, SIEKTPOCTUMYJIALIMIO sJIep TajJamyca.

3. Ilpu pa3BUTHUM TOJTOBOKPYKEHUHN B OONBIIMHCTBE cliyyaeB 3PHEeKTUBHO
npuMeHeHue OetaructuHa (6eracepk) mo 24 Mmr 2 pasza B JieHb B TeueHue 6— 8
HeJl.

4. Jlns  nedeHUs  TAPOKCU3MAIBHBIX  COCTOSSHUM  MPUMEHSIOT
MPOTUBOCYAOPOKHBIE MpenapaTsl, HanpuMmep kapoamaszenus mo 0,2 r 1-2 paza B
JICHb.

5. llpu nanuuuu y OonbHbix PC Oonu HeHpomaTHYECKOro XapakTepa
PEKOMEHJ0OBAaHO NPUMEHEHHE Ipenaparta mperadannHa (IHMpUKa), KOTOPBIHA
3apeKOMEHI0BaII ce0s kak HamOosee rekTuBHBIN. Jleuenne HaunHaroT co 150
MIr B CyTku. B 3aBucumocTu oT 3¢dexra u nepeHoCUMOCTH 4epe3 3—6 JHei
yBeauuMBaroT 103y 10 300 Mr B CyTKHM, a mpu HEOOXOAMMOCTU eule uepes 7
JTHEN — J10 MaKCUMaJIBHOU 10361 600 MI B CYTKH.

6. Koppekiust HapylieHrnii MOYEHCITyCKaHUsI TPOBOJIUTCS C YYETOM THIA
pacctpoiicTBa (QyHKIUNA MoueBOro my3bips. [Ipu pa3BuTHM TrUNEppEaKTUBHOTO
MOYEBOI0 MY3bIPsi MPUMEHSIOT OKCUOYTUHUHA THAPOXJIOPHU 110 2,5 MT 2 pa3a B
JIeHb;, TOJTEPOAUH (IETPY3UTON) MO 2 Mr 2 pa3a B JeHb. Takke MOXKHO
WCIOJB30BaTh AHTArOHUCTHI KAJBIUSI W LEHTPaJbHbIE MHOPEIAKCAHTHI
(6axnoden, TuzanuauH). [Ipu HETOCTATOUYHOCTH CPUHKTEPOB MOUEBOTO IMY3bIPS

Ha3HAYaroT alnb(a-aaApeHoO0a0KaTophl (anb(Py303UH, TOKCA303HH)
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[Ipn BoO3HUKIIEH 3aJepKKe MOUYCHCIYCKaHHMsS I[IOKa3aHO MPOBEJACHUE
KaTeTepU3alli MOYEBOTO MY3bIpsl, HMHTPABE3UKAIBbHOW CTUMYJISLIUM, BHEIIHEE
JABJICHUE Ha MOYEBOUW MY3bIpb, B TIKEIBIX CIydassX — XUPYPIHUYECKUE METOJIbI
(kpectuoBas neaddepeHuns, CTUMYJSALMS MEPEIHUX KPECTLUOBBIX KOPEIIKOB,
Hapy>XHasi CQUHKTEPOTOMUS, IUCTOCTOMHS).

[Ipumensiemble 1st JieueHust oboctpeHuit PC TIIOKOKOPTUKOUIBI, a TaKkKe
OTpaHUYCHHE JBUTAaTE€IbHOW AKTUBHOCTU MOTEHIMAIbHO CHOCOOHBI MPUBECTH K
Pa3BUTHUIO OCTEONOPO3a, XOTS HMCCIEAOBAHUS HE BBIABUIM MPSMOU CBS3U MEXKIY
YaCTOTOM KYpPCOB IIyJIbC-TEPANlMM W YacCTOTOM pa3BuUTHUs octeomnopo3a npu PC.
BeposTHo, cyliecTBEHHOE 3HaU€HHE UMEIOT U HApYIIEHUS OMOMEXaHUKU JIBIOKECHUH.
JleyeHue 3TOro CHUHIApPOMA JOJKHO OCHOBBIBATHCS Ha PE3yJbTaTax TIIATEIHHOTO
MpEeABApUTENLHOIO0 00CIeIOBaHUsl TAalMeHTa W MPOBOJMUTHCS TOJ KOHTPOJIEM
IJIOTHOCTH KOCTHOM TKaHM C MCTOJIb30BAHUEM JTA00OPATOPHBIX METOAOB OleHKH. [[s
NPEAYNPEKICHUST U JICUEHHUSI OCTEONopo3a HEO0OXOAUMO COOJIOJICHUE JUETHI,
npuMeHeHue npenapatoB Anbdakaneuuaona (Ansda JI3-Tesa).

C yyeTroM TOTO, YTO y»K€ Ha pPAHHHMX CTAAUSIX 3a00JIEBaHUS HMEIOT MECTO
MPOIIECChl HeMpoJereHepanuu, KOTOpPbI€ SIBISIETCS OJHOW W3 MPUYUH PA3BUTHS
KOTHUTHUBHBIX HapyIIEHWM, OMpaBAaHO MPUMEHEHHE HOOTPOIHBIX (HOOTPONUI) U
HEUPOMENTUIHBIX TpenapaToB (LepeOpOau3NH, KOPTEKCHH), a TakKKe aKaTUHOJa
MEMaHTHHA U IIEHTPaJIbHBIX HHTUOUTOPOB XOJIMHACTEPA3bl, HAIPUMEP HEHpoMearHA
[XabupoB ®.A., XaitOymun T.U., I'panatoB E.B., [llakupzsnosa C.A., 2016].

[IpenaparoM BbIOOpa [Jig JICUEHHUS CHUHAPOMA XPOHMUYECKON YCTalOCTH
ABJIsIeTCA aMaHTaguH B 1o3e 100 mr B CyTKH.

[Ipu pa3BuTUU JenpeccMyd Ha3HAYAIOT AHTUACIPECCAHTHI (TPUIIMKINYECKUE,
CEJIEKTUBHBIE MHTMOUTOPHI OOpaTHOIO 3axBaTa CEepoTOHMHA). Hanuuue y manueHta
aPeKTUBHBIX pacCTPOUCTB TpeOyeT KOHCYIbTAIIMK IICUXUATpA.

Jns ynydineHus ABUTATENbHBIX U JPYTUX HEBPOJIOTUUECKUX (DYHKIUMI HA BCeX
CTaJAMsIX PACCESHHOTO CKJEpO3a Ha3HA4YaloT Mpernaparbl, CIOCOOCTBYIOIINE
pereHepanuyu MOPaKEHHBIX TKaHEW: MeTa0O0IMYecKd AaKTHBHBIE IpEenaparsl,

AHTUOKCHUAAHTBI, aJallTOI'CHbI, CTUMYJIATOPbI TKAHCBOTO oOMeHa. T&K, HaIIpuMmcp,
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XOpoIIo ced0sl 3apeKOMEHAOBAJI Mpenapar MEKCUAOJ, KOTOPBIM MpPUMEHSAETCS B
tabnetupoBaHHor Gopme o 125-250 mr 3 pasza B cyTku B TeueHue 3—4 Hepa JauOO
BHYTPUBEHHO Wiy BHyTpuMbIedHo 1o 100—1000 mr B cyTkn B TeueHue 6—14 nuen.
Merabonuyeckue npenaparbl Ha3HA4alOT B CTAHAAPTHBIX TEPANEBTUYECKHX 032X,
Kypcamu 2—3 pa3a B roja. OPGdeKTUBHO NMpUMEHEHHE NupuTHHONA (dHIEdado),
MpenapaToB THOKTOBOW KHUCIOTHI (THOTaMMa, OKTOJHUIIEH, OEpJIUTHOH), BUTAMUHOB
rpynmnsl B (Muibramma).

Bcem O0onbHBIM 0053aT€NbHO PEKOMEHIYIOTCSI aKTHUBHBIM JBUTATEIbHBIN
pexuM u neuebHas GuskynbTypa, npu Bo3moxkHoctu JIOK B Gacceline u miiaBaHue.

CumnroMaTtnyeckoe M peaduauTaunoHHoe jedeHne 0oapHbIX PC cocTaBiser
OJIHY U3 CaMbIX CJIOXKHBIX 00JIacTel HEBPOJIOTUU U MEAUIIMHCKON peadbMIUTOIOTHH,
YTO CBSI3aHHO C MAaTOT€HETUYECKUMHU U KIIMHUYECKHUMH 0COOEHHOCTSIMHU 3a00JI€BaHMUS],
a UMEHHO C MOJUMOP(HOMU KIMHUYECKON KapTUHON (COYETaHHOE MOPaKEHNE MHOTUX
(YHKIIMOHANBHBIX CHUCTEM, pPa3BUTUE KOTHUTUBHBIX PACCTPOMCTB CHIKAIOIIUX
MIPUBEPKEHHOCTh OOJBHBIX K PEaOMIUTAIlMU), CKIOHHOCTBIO K MPOrPECCUPOBAHUIO
CUMIITOMAaTUKHA B COYETAaHUU C NEPHOJAMU O0OOCTpEeHHH, TpeOyroIIMe MOCTOSHHYIO
KOPPEKIHUIO PeaOUIUTAIIMOHHBIX MEPOTIPUSITHUH.

be3ycnoBHo, 1ienu u 3agaun pu3MUEecKOM HelpopeaOunuTanuu st OOJbHBIX
PC ornuuarorcs OT 3a0o0yieBaHU, MPU KOTOPBIX HMeeTcs ChHOPMUPOBABIIMICS
pe3uayanbHbId HEBPOJIOTHYECKUI JeeKT (Hampumep, UHCYIbT, TPAaBMbl TOJIOBHOTO
U cnuHHOro Mo3sra). B cnydae PC nenp peaOunuTanuu 3akito4aeTcs B yMEHbIICHUH
OCHOBHBIX CHUMNTOMOB 3a0oyieBaHUs, NPO(UIAKTUKE U JICYECHUU OCJIOKHEHHUH,
CBSI3aHHBIX  CO CHMUXKEHHEM  JBUTaTelbHOU aKTUBHOCTH, KOPPEKIINHU
(YyHKITMOHATBHBIX HapyIICHUH, MPUCIIOCOOJICHUT K UMEIoIEMYCs
HEBPOJIOTUYECKOMY  JA€PULNTY, TOBBIIIEHUH TOJEPAHTHOCTH K (U3UUYECKUM
Harpy3kam, yJIy4dlI€HHH KauecTBa >KWU3HHU, YBEIMYEHHH COIMAIbHOW aKTUBHOCTH,
3aMeIJIEHUN MPOrpPEeCCUPOBAaHUs MATOJOTMYECKOro mpolecca. BaKHbIM acrnekToM
oCTaeTcs CoLIMAJIbHAS ajanTamnus U MOBBIIIIEHUE MOOUIBHOCTH

MHBAJWIU3UPOBAHHBIX 00JBHBIX PC.
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Peabunutamus 6onpHBIX PC momkHa OBITH OCHOBaHA Ha OOIIMX IPHUHITMIIAX
HelipopeadmnTaIuu:

* paHHEE Hayajao PeadMINTAIMOHHBIX MEPONPUSTUNA, MO3BOJSIONICE CHU3UTH
WJIU TIPEIOTBPATUTh Psii OCJIOKHEHUI paHHEro IMepuojia U crnocoOCTByrolee Oosee
MOJTHOMY U OBICTPOMY BOCCTaHOBJICHUIO HAPYIICHHBIX (DYHKIUH;

* CUCTEMAaTUYHOCTh U JUIMTEIBHOCTh, YTO BO3MOXXHO JIMIIb MPU XOPOIIO
OpraHU30BAHHOM MO3TAIMHOM MMOCTPOEHUHU PEaOUITUTAIIUN;

* KOMIUIEKCHOCTh ~ NPUMEHEHHMsS] BCE€X  JIOCTYNHBIX UM  HEOOXOAUMBIX
peabUIUTAIMOHHBIX MEPOTIPUSITUH;

* MyJBTUUCIUIUVIMHAPHOCTh (BKJIIOUEHHUE B peaOUIIMTAlMOHHBIM MpOoIece
CIEUAIUCTOB Pa3HOTO MPOpUIs);

* aJICKBATHOCTH (MHAUBUIyATU3AIUS TPOTPAMMBbl PEAOUIUTAIIUN );

* cOllMAJIbHAsI HANIPABIICHHOCTb;

* AKTUBHOE y4YacTHE B PeadMIMTAIMOHHOM MPOIECCe CaMOro OOJBHOIrO, €ro
POIHBIX U OJIM3KHUX;

* UCTIOJIb30BAaHHE  METOJIOB  KOHTPOJIA  aJEKBaTHOCTM  HArpy30K U
3(pheKTUBHOCTU peadMITUTAIINH.

PC HaknagpiBaloT Ha peaOUIIUTALIMOHHBIE MEPONPUSITUS CBOM OCOOEHHOCTH,
3aKJIIOYAlONIMecs B HEOOXOJUMOCTH  BBIACICHUS B  KIMHUYECKOM KapTUHE
3a0071€BaHUSl OCHOBHBIX WHBATUANZUPYIOMIHNX CUHAPOMOB, K KOTOPHIM HEOOXOAUMO
aJanTUpPOBaTh OOJILHOTO, YTO B OOJIBIIEH CTENEHU CBOJAUTCS K PEaOMIUTAMOHHOMY
nedyenuto. I3 Hambonee ne3amantupytouux nposisaeHuil PC, TpeOyromux
CHMIITOMATHYECKOTO U PEaOUINTAIIMOHHOTO JIEYEHHUS MOXKHO BBIICIUTH (Ta0. 7):

* MUPAMUIHBIN CUHAPOM (Mape3bl, Mapaiuyu, CIACTUYHOCTD);

* BECTUOYJI0-MO3KEUKOBbIE HApYyIIEHUsI (aTaKCUs, TOJIOBOKPYKEHHUE, TPEMOP,
MO3KEUKOBas TU3apTpusl);

* YyBCTBUTEJbHBIE PACCTPOUCTBRA;

* [J1a30/IBUTAaTENIbHBIE PACCTPOICTBA;

* HApyUIECHUE 3PECHUS;

* HapylIeHue PyHKIHI Ta30BbIX OPTaHOB;
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* KOTHUTUBHO-?MOIIMOHAJLHBIE PACCTPOMCTBA;

Iupamuanblii cHHAPOM

[MupaMuaHBIA CUHAPOM MPEACTABIAIOT COOOW OAHY M3 CaMbIX KIMHUYECKHU
3HaunMbIxX nopaxenuit [{HC, npu PC pa3BuBaercs B pe3yibTaTe €IUHUYHOTO WIIH
MHOXXECTBEHHOTO  OYaroBOro TMOPAXKEHUSI KOPTUKOCIHHAIBHOTO TpakTa Ha
pPa3IMYHOM ypOBHE (MOJyIIaApHsX TOJOBHOTO MO3ra, B CTBOJIE, CHMHHOM MO3TeE), B
CBSI3U C YEM B KJIMHUYECKOW KapTHHE MOXKHO HAOII0/IaTh BCEBO3MOKHBIE BapUAHTHI
nape3oB U TNapaiauyeil, BapuaOelbHbIE PACCTPOMCTBA MBIIIEYHOTO TOHYyCa
(CIacTUYHOCTh, TUMOTOHUSI CO CHACTUYHOCTHIO). B 3amymieHHbIX choydasx y
OOJILHOTO pa3BUBAETCS TSDKENBIA TeTpamape3 C BBIPAXKEHHOW CHACTUYHOCTHIO
HIDKHUX KOHEYHOCTEN.

B mpoucxoxaeHun ABUTATENbHBIX paccTporcTB npu PC, kak u npu apyrux
oprannueckux mnopaxeHusix I[[HC, yyacTByr0 Kak LEHTpaJIbHbIE MEXaHU3MBI
(mecTpykiust W/uau TUCPYHKIMHU JBUTATEIbHBIX IEHTPOB TOJIOBHOTO MO3Ta), TaKk U
nepudepuueckrue (HapymieHus addepeHTaluu W pacCTpONCTBA HOPMAJIBHBIX
PELHUINPOKHBIX COOTHOUIEHUM MEXKy MBIIIIAMU H3-3a TOBBIIICHUS MBIIIEYHOTO
TOHyca,  TpoduuecKhue  W3MEHEHHsS MBI  BCIEACTBUE  O€3/elCTBUS,
dbopmupyromascss AUCHYHKIUSA CYCTaBHO-CBA30YHOTO arlfapara KOHEYHOCTEH).
CrnenoBarenbHO, HEOOXOJAMMO OJHOBPEMEHHOE HAMPABJICHHOE BO3JCHCTBUE Ha
LEHTpaJbHbIe U TepudepruuecKkue OTAENbl JBUTATebHOW CUCTEMBbI JJIs MOJTYYCHHS
MaKCUMAJIbHOTO MOJ0XUTeNbHOTO 3¢ dekra. IIpumenenune mneuebnoit TKMC B
OCOOCHHOCTH C HaBUTAIMOHHOW TEXHOJIOTMEH CTUMYJIHPYET BOCCTAHOBIICHHE
(yHKIIUN MOBPEXKIEHHOTO Yy4yacTKa JBUTaTE€IbHOW CHUCTEMBI 3a CYET aKTHBALUU
COCEIHUX COXpaHHBIX HEeUpoHOB. Takum 00pa3oM, CTUMYIUPYETCS KOMIIEHCAIUIO
yTpaueHHON (PYHKIIMH JIBUTATEIbHBIX HEUPOHOB. J[Ji1 yBETWUYEHUS MBIIIEYHON CHUIIbI
U yIy4IIeHUs TOXOJKHU MPU TMape3e MUPOKO MPUMEHSIOT JIeUeOHYI0 (PU3KYIbTYpY,
KHUHE3UOTEPaInio, JIOKOMOTOPHBIE TPEHUPOBKU Ha TpeHaXepax U OEroBOMl TIOPOKKE,
MHUOBJIEKTPOCTUMYTISIINIO. X 3D PEeKTUBHOCTD U MPUMEHUMOCTD 3aBUCUT OT MHOTHUX
(hakTOpOB, B MEPBYIO OUYEPE/Ib OT MPUBEPKEHHOCTH K 3aHSATUSAM CaMOT0 OOJIBHOTO.

CnacTu4HoOCTh
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Jnsi CHUWXKEHHMS CHACTUYHOCTHU, 3HAYUTEIBHO HapYIIAIOUIYI0 (QYHKIIHIO
X0J1bOBbI, HAUTY4YIIUM OOpa3oM celsi 3apeKoMeHAoBan OakIoPpeH — MHOpPENaKCaHT
HEeHTpaabHOrO AeicTBUs. Tepanuio 0akI0PpEeHOM HAUUHAIOT C TIIATEIbHOU TUTPAIIUU
no3bl (0T 10 mo 30 mMr/cyTt) st OpUEMIEMOTO CHHXKEHHUSI MBIIIEYHOTO TOHYca (TO
€CTh HE BHOCSIIETO JOMOJHUTENbHBIA BKJIaJ B HAPYLIEHHUE CTATO-TOKOMOTOPHBIX
(yHKIIUN BCIEICTBHE YPE3MEPHOM perakcalluy NapeTUYHbIX MbIIII). C 3TON LENbIo
TaK)X€ HMCHOJB3YIOT (aMIpUAUH (AOKa3aHO, YTO YIy4ylIaeT (YyHKUUIO XOAbOBI U
YBEJIUYMBAET IPOXOAUMYIO TUCTAHIINIO), pexke — radaneHtud (900—1200 mr/cyT).

B kadecTBe maynMatuUBHOM Tepanuu (TsbKeNas CHACTUYHOCTb MPUBOISIIUX
MBIIII, Hapyliaromas oOCHyXUBaHHE OOJIBHOTO) MPUMEHSIOT TOMIBI  C
WHTpaTeKalbHbIM BBeleHUEM OakiodeHa. Tepanus UHBEKIUSIMU OOTYIMHUYECKOTO
TOKCMHA JJisi JiedeHus cnactuuHoctd mnpu PC He pexkoMeHnoBaHa (MOKa3aHUs
OTCYTCTBYIOT KaK B aHHOTAI[MU K Mpenapary, Tak U B HALIMOHAJIbHBIX PEKOMEHIAIUIX
o BeaeHuto PC), 9yTo CBSI3aHHO ¢ HapacTaHWEM OOIIEH MBIIICUHOW TUIOTOHUHU MPH
HUBEJIMPOBAHUU KOMIICHCATOPHOM CHACTUYHOCTH. 3HAUUMYIO0 TpoOjieMy TMpu
peabwmntaniun  O6onpHBIX PC mpenctaBinsioT oOmias ciabocTh W IMOBBIIICHHAS
yTomisieMocTb (ocoOeHHo ¢denomeH YTtxodhda). DbPeKTUBHBIM CpeICcTBOM s
YMEHBIIIEHUS] 3TUX CUMIITOMOB OKa3bIBAa€TCSA HaA3HAUYCHHUE aMaHTaIuHa, (IIyOKCEeTHHA,
3aHSATUA B IPOXJIaJHOM WM XOPOILIO MTPOBETPUBAEMOM MTOMEIIECHUU.

BecTn0y10-M03:x€4K0BbIe HAPYIIEHUSA

BecTu0yno-Mo03:keuKoBbl€ HApYIIEHUS — BTOPBIE MO CTENEHU Je3aJanTaiuu
nposisiieHust PC, oTpakaronue MHOTOIIAHOBOE MOPaKEHUE B IEPBYIO MO3KEUKOBBIX
MPOBOASIINX MYyTEH, 4YTO KIMHUYECKH MPOSIBISET BapHaHTHBIMU (pOpMaMH aTaKCuH,
IPOKATEIbHOTO  TUNEPKUHE3a,  TOJIOBOKPYXKEHHS,  JU3apTPUM,  MBIIICUHOU
runoToHuu. Jns agantanuu 00JBHOTO K aTAKCUU M TOJOBOKPYKEHHUIO C Pa3IUYHBIM
YCIIEXOM MPUMEHSIOT (PU3UYECKUE YNPAKHEHUS Ha KOOPJWHAILIMIO JBIXKCHUN U
YCTOMYMBOCTH, BKJIIOYAsl CTAOUIIOMETPUYECKHE METOIbl. M3 TeKapCTBEHHBIX CPEACTB
npoaeMoHCTpupoBain 3G(PEeKTUBHOCT, XOJHWHA  albdociiepar, TOMaHTCHOBAs
KHUCIoTa. J[poxkaTeabHbIN THIIEPKUHE3 OCTAETCS Haubosiee TPYAHOIEPEHOCUMBIM JIJIs

6onpHOro cungpomom PC u miioxo moanaercss KoppekKiuu. J[jisi yMEHbIIEHHUsS! ero

100



BBIPAKEHHOCTHU CYIIECTBYET II€JIbI apCeHall MpenaparoB (MpaMHUIEKCON; aMaHTauH,
KJIOHa3enaM, LHUKJIOAO0A U T.A.), HO ux 3h(eKTuBHOCT, BapuabelbHa U B
OOJIBIIIMHCTBE CIyYaeB ocTaeTcs He yoenurenbHou. M3 puznuecknx MeToq0B MOKHO
UCIIOJIb30BaTh OaHaIbHBIE YTSKETUTENH, YMEHbIIIAIOINE aMILTUTY Ay
HETPOU3BOJIbHBIX JBUXKEHUM KOHEUHOCTEWU. B TsKenbIX cliydasix IpoKaTelbHOTO
rUNEpKrHe3a pa3paboTaHbl JOCTATOUYHO A(DPEKTUBHBIE, HO C OOJBIIUM CIEKTPOM
OCJIO)KHEHUM XUPYPTHUECKHE METOJbl KOPPEKIUHU (AeCTpyKius OJeTHOTO Iapa,
LEHTPAJIbHBIX OTJIENIOB 3PUTEIHLHOTO OyTpa).

YyBCcTBHUTEIbLHbIE HAPYIIEHUS

UyBCTBUTENIbHBIE HAPYUIEHUSI OTPAXKAIOT MOPAKEHUE MPOBOASAIIMX MyTel Ha
YPOBHE CIMHHOI'O MO3Ta, CTBOJA, MOJyIIapuil TOJIO0BHOTO Mo3ra. OHU KIMHUYECKHU
pa3HooOpa3Hbl  (CUMNOTOMBI  BBIMAQJACHUST  TMOBEPXHOCTHOM W TUIyOOKOM
YyBCTBUTEJIBHOCTH) M YaCTO XapaKTEPU3YIOTCS Juccoulualueit (BbIMajeHUue
rIyOOKON 4yBCTBUTEIHHOCTH MPU COXPAHHOCTU MOBEPXHOCTHOM U T.I.). Takxke st
PC xapakTepHO pa3BUTHUE TMO3UTHUBHBIX CHUMIITOMOB (TpOMHWYHAsi HEBpaTHs,
napacre3uu, cunapom Jlepmurra). s KOppeKIMU HETAaTUBHBIX CHUMIITOMOB W3
MpenapaToB MPUMEHSIOT THOKTOBYIO KHUCJIOTY, W3 (DU3UYECKUX METOJIOB —
pa3lInuHbIEe CIIOCOOBI CEHCOPHOTO pa3apakeHusl, BIUIOTh A0 OPUTHMHAIBHBIX METO0B
rino0aabHOro BUOpanMoHHOro Bo3zaeicTBUs. [lo3uTHBHBIE CUMOTOMBI 3()PEKTUBHO
criocoOHbl kKynupoBaTh puuiencun (400-600 mr/cyt) unu rabanentud (900-1200
MI/CYT).

I'mazonBurare/ibHble paccTpoicTBA

['mazonBuraTenbHbIC paccTpoiicTBa, BKJTIOYAIOT TUC(hYHKIUIO
IJ1a30ABUTATEIbHBIX HEPBOB (Yalle OTBOJSILIMNA HEPB), KOCOTJIa3ue, MEKbSICPHYIO
o(pTaTbMOIUIETHIO, pa3fInyHble BapuaHThl HUCTarMa. OrpaHUYeHus T1a30ABUKEHUM
MPAaKTUYECKU HE MOJJIAI0TCSA KaKoW OO0 crnenuuyeckol KOPpPEeKIUU, a MEphl I0
CHMKEHMIO HMX  KIMHUYECKONM  BBIPAKEHHOCTH CBOJATCS K  MPUMEHEHUIO
[IIOKOKOPTUKOUIOB (METUIPEAHU30I0H, IEKCAMETa30H) MpU HAJIMYUU MPU3HAKOB
AKTUBHBIX CTBOJIOBBIX OYaroB JeMUEIUHU3AIUU. JJI1 KOppeKUUH HUCTarmMa u

yCTOMYMBOCTH (UKCallMM B30pa pa3paboTaHbl BJIEKTpOHUCTarMorpaduyecKue
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METOJUMKHN C MPUMEHEHUEM OHOJIOTHYECKON 00paTHOU CBsI3H, HO UX 3P (HEKTUBHOCTH
CriopHasi ¥ TpeOyeT NalbHEeUIINX UCCIIeIOBAHUM.

Hapymenue 3penust

Hapymenue 3penuss npu PC mnpoucxoauT B pe3yibTare aKCOHAJIbHO-
JEMUEITUHU3UPYIONIETO TOPAXKEHUSI 3PUTENIbHBIX MyTed ¢ MNPEeUMYIIECTBEHHBIM
MOpaKEHUEM 3PUTEIBHBIX HEPBOB. B oOCTphIil mepuoj jedeHue 3aKiIovacTcs B
kynupoBanuu oOoctpenus PC. Jlng yMeHblIeHUS pe3uayanbHBIX SBJICHUMN
(cHMXeHUEe IBETOBOTO 3peHUSsI, CKOTOMBI) 3 ()EKTUBHBIE METO/IbI HE Pa3pabOTaHBI.

Hapymienue pyHkumii Ta30BbIX OPraHoOB

Hapymienue ¢pyHKIHil Ta30BbIX OPraHOB Ha OMPEIEICHHOM 3Tare pa3BUBACTCS
npakTUd4ecku y Bcex OonbHbix PC  (CcBHAETENBCTBYET O  HapyIICHUU
(YHKIIMOHUPOBAHUS CIMHHOTO MO3Ta) U HEKOTOPHIE POCCUICKHE CHEIUAUCTHI MO
PC »sToil mpobneme ynensioT Oofblioe BHUMaHuE. JlJisi CHMXKEHUS CIACTHYECKUX
ABJICHUN (3aiep’)KKa MOYHM) NPEUMYIIECTBEHHO mNpuMeHsT Oakinoden (10-20
MI/CYT), N1 YMEHBILICHHUS MMIIEPATUBHBIX MO3BIBOB — TOMAHTEHOBYIO KHUCIOTY
(500-1000 mr/cyT). B TspKenbIx ciiydasx HCIOIB3YIOT MaMIIEpPChl, KaTeTepU3aluio,
MHBEKIUU OOTYJIOTOKCHHA TUNA B 117151 yMeHbllIeHus TUneppeIeKCuu 1eTpy3opa.

ACTeHUYEeCKUH CHHIPOM

PeaOunuraninoHHple MEPONPUSITUS TPU MATOJOTHUUECKON  yTOMIISIEMOCTH
CBOJSIT K TOBEJICHUECKON Tepanmuu ¢ OOyUYEeHHEM pAIMOHAIBHOMY 4YE€pEeIOBaHUIO
TpyJa W OTIbIXa, MUIAHUPOBAHUIO aKTUBHOCTH, a TAKXKE 3aHATHUSIX C TpeHaxXEpax ¢
LEJbI0 TOBBIIIEHUS BBIHOCIMBOCTU (C Y4Y€TOM BBIPAXKEHHOCTH JIBUTATEIIbHBIX
HapylieHUd W UHAUBUAyalIbHOM mepeHocuMoctu). [ MenukaMeHTO3HOM
KOPPEKIUU HUCNONb3yIT (enorponun (200 wmr/cyt) wnam amantaaud (200-300
MI/CYT).

KorHuTuBHBIE M IMOIHOHAIBLHO-TIOBE/IeHYECKUE PACCTPOIiCTBA

KoruutuBHbIE YW SMOILMOHAIBHO-TIOBEICHYECKUE PACCTPOUCTBA B TOM WU
MHOM CTENEHU XapaKTepHbl Jisg Bcex O00ibHbIX PC, oTpakalOT MHOXECTBEHHOE U
paccessHHOE OuYaroBO€ IMOpa)K€HUWEe TMONyIlIapuii TOoJOoBHOro wmo3ra. Yacro s

6oapHEIX PC XapaKTCpHa HCAOOLCHKA TAXKCCTH CBOCTO COCTOAHHA, OTPHUIAHHC
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O0oJie3HU (BJIEMEHTHl AHO30THO3MH), HHU3KAs MPUBEPKEHHOCTh K COOJIIOJECHUIO
NpEANUCAaHHOTO BpadyoM JieueOHOro pexuma. MenankaMeHTo3Hass  Tepamnus
noAOupaeTcss B 3aBUCUMOCTH OT JOMHHHUPYIOIIETO CHHApoMa: »idopus —
aTMMEMa3uH, TOMAHTEHOBAsl KUCIOTa B OOJBIION J03€; Aenpeccusi — (PIyoKCEeTHH,
AMUTPUINITWINH, CHUXXEHHUE MaMATH — MEMaHTUH, TajaHTaMuH. Pa3paboTaHsbl
MHOTOYHUCIICHHBIE HWHJWBUIYaJIbHbIC, TPYNIIOBBIE W KOMIIBIOTEPU3UPOBAHHBIC
METOJUKHN TPEHUPOBKU BHUMAHMS, aOCTPAKTHOTO MBILIUJICHUS U MAaMSTH Y OOJbHBIX
PC, HO ux 3(pheKTUBHOCTH J10 HACTOSAIIETO BPEMEHU HE OIpe/IesieHa.

IlepcnekTUBHBI 0000 AU TTOIX0/ B peadujauTaunu

B PKIILl /I3 M3 PT BnoepBeie BHEIPEH HOBBIA METOJ KOMILIEKCHOM
peabunutanuu 60apHbIX PC Ha OCHOBE KOHIEMIIMY TPEXYPOBHEBOTO BO3ICHCTBUS Ha
OCHOBHBIE MHBAJIUAU3UPYIOIINE CHUHAPOMBI C MPUMEHEHHEM COBPEMEHHBIX
neyeOHbIX MeToA0B. Ha I nentpansubix ypoens [IHC npeioxkeHo Bo3eCTBOBATh
¢ npumeHenuem JeuyeOHoit TKMC, na II ypoBenp (mepudepuueckuit) —
KUHE3UOTEpAUE MO0 METOAUKE HEPBHO-MBILIEYHOrO NpoTopeHus, Ha Il ypoBeHb
(HeliporyMopasibHbIM) — HWHAUBUYA3UPOBAHHON MEIMKAMEHTO3HON Teparnuei
(pucynok 24). Jlannas auddepeHIMpOBaHHAS CXeMa peaOWIUTALIMU T03BOJISIET
3HAYUMO YIYUIIUTh COIMAIbHO-OBITOBYIO aIallTUPOBAHHOCTD U YIYUIIIUTh KAYECTBO

xu3HU 6onbHbIX PC [I'panartoB E.B., 2013].
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| ypoBeHb
(ueHTpanbeHbIN)
neyebHasa TKMC

Il ypoBeHb
(nepudbepuveckunin)
PNF-meToauka

Il ypoBeHb
(HenporymoparnbHbIi)
cuMnToMaTuyeckas
Tepanus

Pucynok 24. KoHiienusi TpexXypoBHEBOI'0 BO3/I€CTBUS Ha 1ieHTpanbHbIe (I ypoBeHb),

nepudepuueckue (II ypoBenb) u HeMporymopanbubie (III ypoBeHb) MexaHM3MBI

Pa3BUTHS HEBPOJIOTUUECKOTO JAeUITUTA.

Tadauua 7. Llenu u conepxkanue peaOUIUTAIMOHHBIX MEPONPUSTUNA MPU OCHOBHBIX

HCBPOJIOTHYCCKUX CHUHAPOMAax PC, O6YCJIOBJ'H/IB21IOH_[I/IX HHBAJIMAN3AIHUIO ITAIIUCHTOB.

Cunapom eau peadunuranun Conep:xkanme
peaﬁn.ﬂnTaunonnmx
MeponpusiTHii

[Tupamunnbie Komnencanus Kunesnorepanusi, HampaBieHHas Ha
napessl, JIBUTATEJILHOTO JeHIINTa 32 MaKCHMaJbHOE YKpEIUIeHHe
CIIACTUYHOCTH CYET COXPAHHBIX  MBIIIIL; coxpansbix Mbin; TKMC, runpo- u
IIPUEMIIEMOE CHUDKEHUE Kpuomaccax (IpU CHACTUYHOCTH);
HOBBILIEHHOTO TOHYCA; sprorepanus;  HEHpOMeIUaTOpHbIE

ajanTanmus — OanueHTa K cpencTBa (xonuHa anbdociepar)

CYIIECTBYIOIIEMY JIePEeKTy

Hapymenus TpenupoBka OanaHca, Kunesnorepanusi HampaBieHHas Ha
KOOpJUHALINH KOOpAMHALIMM;  aJanTaius BECTHOYJISIPHYIO KOMIIEHCAIIMIO,
JBUKEHUM nanueHTa K yJIyqllIEHUE IIPONPUOPELETIIINH,
CYLIECTBYIOIIEMY JAePHUIIUTY TPEHUPOBKY  MEJIKOH  MOTOPHKU;
sprorepanus, HENpoMeANATOPHbIE

cpecTBa (xonuHa anbdociepar)
CeHcopHbIe KynupoBanue mno3UTHUBHBIX Bubpo- u KpHOMAaCCax;
HapyLICHUS (Oomeit, JU3€eCTe3ul, KMHE3UOTEpANUsl ¢ MaKCHUMAJIbHOU
napecTe3nil); yMEHBLICHHE aKTUBaLuen HPOIPUOLECIILINY;
BBIPAKCHHOCTU HEraTHBHBIX MEAUKaMEHTO3HAs TEpAIus:
CUMIITOMOB THOKTOBAsl KHUCIJIOTa, KapOamas3emnuH
WIH aMUTPUIITUINH (npu
MO3UTUBHBIX CUMITOMAX).
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HeiipomequatopHblie cpeacTaa
(xonmuHa anbdociepar)
TazoBble YMeHbIlIEHNE YaCTOThI MenukameHTO3Has Teparus:
paccTpoiicTBa UMIIEPATUBHBIX  I103BIBOB, TOMAHTEHOBAsI KMCIIOTA, OKCUOYTHHUH
yCTpaHEHue 3aJIEPIKKH (MMIIepaTUBHBIC TO3BIBBI); OakiIopeH
MOYH, 3aII0pPOB (3amepkKa MOYM); JIAKTYJIO3a U
JTUETUYECKUE pEKOMEH AN
(3amopsi)
AcTteHnueckuit Kynuposanue MenukameHTO3Has Tepanus
CHHJIPOM MaTOJOTUYECKON (penoTpommn, aMaHTaJIuH);
YTOMJISIEMOCTH WIH NIOBE/ICHYECKAs Tepanus
HUBEJIMPOBaHUE eé
HEeOJIaronpUsITHOTO BIUSHHUS
Kornurususie [IpenorBpaienue Hootponnas tepanust (nupaneram);
HapylICHUS IIPOrPEeCCUPOBaHUs aprorepanus

KOTHHUTHUBHOI'O CHUKCHUA
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HNPUJIOKEHUSA

IIkana EDSS (pacumimpeHHasi IIKaJla HMHBAJIMIAU3ALUM IPH PACCESTHHOM
ckiepose) U pyHkuHoHAIbHBIE cucTeMbl KypTike

Iupamuansie pyHKUNH

0 — "HOpMa;

1 — npu3Haku HapylIeHUu 0e3 UHBaIUIUu3aIuu™*;

2 — MUHHMMAaJbHAs WHBAIMAM3ALNS, OOJIBHOM kKaldyeTcss Ha yTOMIISIEMOCTh MpPH
x0/1bp0€ u/unu Hapyiienue [V cTeneHu B 0JJHON WU ABYX MBIIIEYHBIX TPYTIaX;

3 — Jerkud WM yMEpeHHbIN mapamape3 wiud remunapes (oObryno IV crenenu
Ooonee yem B aAByx Mbimmax win Il cremeHu B oJHOW WM JABYX MBINIIAX),
JBIKEHUSI TIPOTUB CUJIBI TSKECTU B MOJHOM 00beMe; UK TsKeNbld MoHomnapes 11
WJIM MEHBIIIEW CTENEHU B OJJHOW MBILICYHOM TPYIIIE;

4 — BbIpOXEHHBIM mapanape3, uinu remunape3 (00biuHO Il cTemeHu B ABYX
KOHEUHOCTAX), Win yMmepeHHbll TeTpanape3 (III cremenu B Tpex wiM 4deTbIpex
KOHEUHOCTSX), Win MoHoruierust (0 unu [ cteneHu B 0JJHON KOHEUHOCTH);

S — mnapamerud 0 wiam [ cremeHH BO BCEX MBIMIEYHBIX TPYIINAX HIKHUX
KOHEUHOCTEW, WU TeMUIUIETHs, Wih BblpaxeHHb TeTpanape3 (Il unm meHbiieit
CTENEHU B TPEX WJIU YETHIPEX KOHEUHOCTSIX);

6 — terparmerusi (0 miam | cTeneHu BO BCEX MBIINIEYHBIX TPYIIIAX BEPXHUX U
HIDKHUX KOHEYHOCTEN).

Mo3z:xeukoBbie PyHKIUU

0 — "HOpMa;

| — npu3Haku HapylieHUu 6e3 UHBA-TUAN3ALNN ™,

2 — JIerkast aTakcus;

3 — yMepeHHasi aTakCus TyJIOBUIIA U/WUIU KOHEUHOCTEH;

4 — BbIpaXXKEHHasl aTaKCHs BCEX KOHEUHOCTEW U/WIIH TYJIOBUIIA;

5 — HecrnmocoOHOCTh BHIMOJHATH KOOPAUHUPOBAHHBIE JBUKECHUS U3-3a aTAKCUU.
CrtBoJiOBBIE PyHKIIUU

0 — "HOpMa;

| — npu3Haku HapylIeHU 0e3 UHBaIUIU3aIuu™*;
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2 — yMepeHHbBII HUCTAarM W/WU JpyTue JerKue HapyluIeHus;

3 — BBIp@XEHHBIA HUCTArM, W/WIHA BbIpAXEHHasl CIa0OCTh TJIa30/IBUTaTEIbHBIX
MBI, W/WIK YMEPEHHOE HapylieHue QYHKIUNH APYruX YepernHO-MO3TOBbIX
HEPBOB;

4 — BbIpaX€HHasl TU3aPTPUS U/UIU JPYTUE BHIPAXKEHHbBIEC HAPYIICHUS;

5 — HecrnocoOHOCTh TIOTaTh U/UIIA TOBOPUT.

DYyHKIUN MOYEBOI0 NMy3bIPA U KHIICYHUKA

0 — "HOpMa;

1 — HebOonblllas HEYBEPEHHOCTh NMPU MOUYEHCITYCKAHUHM, UMIIEPATUBHBIEC MO3BIBBI
W/WIY 3a/IepKKa CTYJIa;

2 — yMepeHHas HEYBEPEHHOCTh IMPU MOUYCHUCHYCKAHWM, W/UIW UMIIEPATUBHBIC
MO3bIBBI, U/UIIN PEAKOE HEJIepKaHUE, U/UIIA BBIPAXKEHHAS 3aJIepKKa CTYJa;

3 — 4YacTtoe HeIep)KaHUE MOYM M IEPUOJUYECKAsT CaMOKaTeTepU3alHs,
MOCTOSIHHAsE HEOOXOJMMOCTh B KJIM3MaxX WM PYYHBIX MAHUIYJSIUAX IS
ONyCTOIIECHHS KUIIEYHUKA;

4 — HE0OXOIUMOCTD IMOYTH MOCTOSTHHOM KaTeTepHU3alliH;

5 — mnoreps (PYHKUMM MOYEBOTO Iy3bIps; MOCTOSIHHBIN KaTeTep, BBEICHHBIM
YPECKOKHO WU YEPE3 MOUEHUCITYCKATEIIbHBIN KaHall;

6 — notepst PyHKIMU KUIIEUHUKA U MOYEBOTO MTY3bIPS.

CeHcopHbIe QYHKIHHT

1 — HOpMa;

2 — JIeTKO€ CHUXEHHE TOJIbKO BHOPAIIMOHHOW WJIU JIBYMEPHO-IIPOCTPAHCTBEHHOM
YyBCTBUTEJIILHOCTH B OJJHOM WJIU JBYX KOHEYHOCTSX;

3 — Jerkoe CHIKEHUE TAKTUIbHOW, WIM OO0JIEBOM, WM MBIINIEUHO-CYCTABHOM
YyBCTBUTEIILHOCTH, u/unu YMEpPEHHOE CHI)KEHUE BUOpAIIMOHHON
YyBCTBUTEJIILHOCTH B OJHOM W JABYX KOHEYHOCTSX, WX JIETKOE CHUKEHHUE TOJIBKO
BUOPALIMOHHOW WJIM JIBYMEPHO-IIPOCTPAHCTBEHHOW UYBCTBUTEIBHOCTU B TPEX HIIH
YETBIPEX KOHEYHOCTSX;

4 — yMepeHHOE CHUXKEHUE TAaKTUJIHLHOW U OOJIEBOM, WM MBIIIEYHO-CYCTaBHOMN

YYBCTBUTCJIIBHOCTH, 1/ Uan IIO4YTH IIOJIHAasd moTepAa BH6paHHOHHOﬁ
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YYBCTBUTEIHPHOCTH B OJHOM WM JBYX KOHEUHOCTSX, WJIH JIETKOC CHIDKCHHE
TaKTHWJIBHOW WM  OOJEBOHM, W/WIM yMEpPEHHOE CHIDKCHHE BCEX BHJOB
MPOTIPUOTICITUBHON YYBCTBUTEIHHOCTH B TPEX MJIM YETHIPEX KOHEYHOCTSIX;

5 — BBIPAXECHHOE CHIDKCHHE TaKTHIIBHOM, WM OOJICBOM, MU MPOIPHOICTITUB-HOM
YYBCTBUTEIHPHOCTH  W30JUPOBAHHO OJHOBPEMEHHO B OJHOW WJIH  JBYX
KOHEYHOCTSIX, WJIA YMEPEHHOE CHIDKCHHE TAKTUIBLHON Wiau OO0JICBOW, W/WIH
BEIPDAKCHHOE CHIDKCHHE BCEX BHJIOB MPONPHO-TIENITHBHON YYyBCTBUTEIHLHOCTH
0oJjiee 4eM B JIByX KOHEUHOCTSIX;

6 — moTeps (TOYTH TOJTHAS) YYBCTBUTEIPHOCTH B OJTHOM WJIM JBYX KOHEYHOCTSX,
WIM YMEPEHHOE CHIDKCHHE TAaKTWIBHOW WM  OOJNEeBOM, W/WIM TOTeps
MPOTPUOTICITUBHON YyBCTBUTEIILHOCTH B OOJIBINIEH YaCcTH TeNa;

7 — 4YyBCTBUTEIHHOCTH TOYTH TOJHOCTHIO OTCYTCTBYET BO BCeM Teie (Kpome
TOJIOBBI).

3purtesbHas QyHKIHUS

1 — HOpMa;

2 — ONemHOCTh AWCKA, W/WIM HeOOJbllas CKOTOMa, W/WIM OCTpoTa 3peHHs (C
Koppekuueit) Ha xyauiem rina3y menee 30/30 (1,0), no 6onee 20/30 (0,67);

3 — Ha XyJauieM riazy 0oJibllie CKOTOMA, U/UIM MaKCUMajbHasi OCTPOTa 3peHHUs (C
Koppekiuueit) Ha xyauem ria3y menee 20/30 mo 20/59 (0,67-0,34);

4 — Ha Xyamiem Tiazy OoJbIlie CKOTOMA, WM YMEPEHHOE CYKEHUE TOJIS 3PCHHS,
W/WIM MaKCUMallbHas oCTpoTa 3peHus (¢ koppekmueir) ot 20/60 mo 20/99 (0,33—
0,2);

5 — Ha XyAImeM TJia3y BEIPOKEHHOE CY)KCHUE TOJIS 3PEHUs, /U MaKCUMaJIbHas
ocTpota 3penus (¢ koppekuuein) or 20/100 go 20/200 (0,1—0,2); HapyuieHus,
NepPeUnCIIeHHbIE B 1. 3, U MaKCUMajbHash OCTPOTa 3pEHUS Ha JydIleM TJiasy He
oomnee 20/60 (0,3);

6 — HapyIIeHUs, NMEPEUYNCICHHBIE B M. 5, 1 MaKCHUMaJIbHas OCTPOTa 3pPEHUS Ha
nyudiem riasy He 6onee 20/60 (0,3).

@yHKIHUS MBIILJIEHUS

1 — HOpMa;
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2 — TOJBKO KoJiIeOaHUsl HAacTpOeHMs/ HeOoJblIas yTOMIIIEMOCTh (HE BIUSAET Ha

oamt EDSS);
3 — HeOoOJbIIOE CHUXEHHWE WHTEUIEKTa/yMEpEeHHass WM  BbIpaKeHHas
YTOMIIIEMOCTE;
4 — yMEpEHHOE CHUKECHHUE UHTEIJICKTA;
5 — BBIPAXXEHHOE CHUKEHUE UHTEIJICKTA;
6 — nemeHnus.
Aaroputm noacdera 6aswios no EDSS
(amanTupoBaHo ¢ http://edss.ru)
Xoanba, M OynkuoHanbHbie cucteMbl (OC) bann
0e3 MoIePKKH C MOAJCPKKON
>500 — 0* 0
>500 — 1PC=1 1,0
>500 — >1PC=1 1,5
>500 — 1 ®C =2 + npyrue ®C ot 1 510 0 2,0
>500 — 2 ®C =2 + npyrue ®C ot 1 10 0 2,5
>500 — 1 ®C =3 + ngpyrue ®C or 1 1o 0 wm | 3,0
34 OC =2 + npyrue ®C ot 1 10 0
>500 — 1 ®C=3+120C=2, unn 3,5
2 ®C =3 + npyrue ®C ot 1 no 0, unu
5 ®C =2 + npyrue ®C ot 1 10 0
>500 — 1 ®C =4 + gpyrue ®C ot 1 1o 0, wm | 4,0
6onee 3—4 ®C = 3 + apyrue ®C or 1
1o 0, wnu Gonee 5 ®C = 2 + mpyrue
®Corl 00
>300 — 1 ®C =4 + npyrue ®C =2 ynu 5 ®C | 4,5
MeHee 4, HO coOYeTaHHE MECHBIIETO
KOJIM4eCTBa 0anioB no oC
npesbliaet npegenst EDSS =4
>200 — 1 ®C = 5 + gpyrue or 1 mo 0 wmm | 5,0
COYETaHHWE MEHBIIETO0  KOJIWYEeCTBa
6amioB no ®C mnpeBblIaeT Mpeaessl
EDSS =4,5
>100 — [Narment moxker npolTH 6e3 orasixa | 5,5
i noanepxkku 6osee 100 MeTpoB
<100 — [Marment moxxer npoiTtu 6e3 orasixa | 6,0
i nojep:kku Mmenee 100 meTpos
— o6onee 50 ™ ¢ | OmgHOCTOPOHHSS MOAEPKKA — TPOCTh | 6,0
OJTHOCTOPOHHEH WA KOCTBLITU
TOJIJICPIKKOMU
— 6onee 120 m c | JIBycropoHHss mojjaep:kka — mapHsie | 6,0
JIBYCTOPOHHEH TPOCTH WM KOCTBUIA, XOIYHKH, a
OJICPIKKOM TaKXe MMOMOIIIb APYroro 4eJoBeKa
Menee 50 M ¢ | OgHOCTOPOHHSS MOANEPKKA — TPOCTh | 6,5
OJHOCTOPOHHEMN WJIA KOCTBUIN
TOJIJICPIKKOMN
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5-120 M c
JIBYCTOpPOHHEHN
TOJIJICPIKKOU

JIByCTOpOHHSIS NOAAECPKKA — IIAPHBIE
TPOCTM WJIM KOCTBUIA, XOAYHKH, a
TaK)Ke IIOMOLIb IPYTOr0 YEIOBEKa

6,5

He Oomee 5 M ¢
JIBYCTOpPOHHEHN
MOJAEPKKON

IloyTn MOJHOCTBIO IPUKOBAH K
KpECIIy-KOJIICKE, BpallaeT Kojeca HU
HepeMEIaeTCs CaMOCTOSITENIBHO;
AaKTHUBEH B KpECJe-KOJSICKE OKosIo 12 4
B JICHb

7,0

Moxer npouTtu
TOJIBKO
HECKOJIBKO I1aroB
C JIBYCTOPOHHEM
MOJAEPIKKON

[lonHOCTBIO TpPUKOBaH K Kpeciy-
KOJSICKE, MHOIZIa  HY)XXJaercsi B
MIOMOMUIY NP NEPEABUKEHUN

7,5

[loyTn MOMHOCTBIO IPUKOBAH K
MOCTENN WIN Kpeciy, WIn
nepeMeIaeTcss B Kpecie-Kosicke, HO
OPOBOJUT BHE TIOCTENM OOJBIIYIO
4acTh  JIHSA; COXpaHEHbl  MHOTHE
¢yHKuMu  camooOCiIy)XHBaHUS, B
OCHOBHOM 3((}EKTHBHO TMOIB3yeTCs
pyKaMu

8,0

[loyTn MOMHOCTBIO IPUKOBAH K
[OCTENIM HA NPOTSDKEHUHM  OOoJbIIeH
YacTH JHA, MOXET IMOJb30BaThCA
PYKOI/pyKamu; COXpaHEHbI HEKOTOPHIE
GYHKIIMN caMO00CTy)KUBAHUS

8,5

BecrioMonueiii  nexayuii  OOJIBHOM,
MOXKET OOIIATHCS M IPUHUMATh ITHIITY

9,0

CoBepiiieHHO 0eCTTOMOIIHBIN JIeKAUHIA
OOJILHOH, HECIIOCOOHBIN B
JIOCTaTOYHOMN Mmepe o01markcs,
NPUHUMATD U MPOTJIATHIBATH MHUIILY

9,5

Cwmeptb ot PC

10
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JIEKAPCTBEHHBIE ITPEITAPATBI, HAUBOJIEE YACTO
NPUMEHSIEMBIE JJ151 CUMIITOMATUYECKOM TEPAITUA
PACCEAHHOI'O CKJIEPO3A

Iloka3zanus MHH Toprosoe dopma BHIITyCKa Jlo3a
HAUMEHOBAHHE
KoruutusHe! |[Tupaneram |HooTpomuin Kancynsr 400; 800; 1200 |Cyrtounas go3za 8001200
€ HapyLIeHUs MI MT B 2—3 mpuema
PactBop 1 Mmn —200 Mr 1 |BHYTPUBEHHO CTPYHHO
ammyna 5 it — 1 1, Ne 12 |unu nmyrem undysuu 3—4 r
1 amnyna 15 mn— 3 1, Ne |B cyTkun
1 pnaxon 60 mm — 121,
No 1
I/IHI/II[aKpI/IH ITo5-15Mr1-2 pa3aB
. JICHb TTOAKOKHO TN
Hefipomuaun |PactBop 5 mr win 15 mr BHyTpuBeHHO TableTku
o 20 mr 1-3 pasa B JeHb.
Jlo3upoBka u
AKkcamMOH Tabnerku 20 mr JUTHTENBHOCTD Kypca
o0UparoTCs
WHINBUAYATHHO
I'uukro Memomraur | Tabaerku o 40 unu 80 mr|IlepopanbHo, BO BpeMs
JBYJIONACTHO |Tapakan enpl, no 40-50 mr wim no
'O JIUCTHEB 1 M1 pacTBOpa (c
IKCTPAKT coJiep>KaHueM aKTUBHOTO
BemecTBa 40 mr/mi) 3
pa3a B cyTku. Cpennss
MPOJIOIKUTEILHOCTD
nedeHus 3 Mec
I'onanrenosa |[TanTokanbimn | Tabnerku mo 250, 500 mr  |Ilo 0,5-1 r 2-3 paza B
sl KHCJIOTa [TanToram Cupon 10% 5 ma — 500 |cyrku. CyTouHas nos3a
MI 1,5-3 r. Kypc neuenus
1-4 wmec.
Heiiponpore |Dtunmerunr Tab6iaetku 125 mr ITo 125-250 mr 3 pa3a B
KIHS HIPOKCH Mexkcunon PacTBop 1 M1 — 50 Mr 1 |CYTKH B TedeHHE 3—4 HEA
MpUaAnHA ammyna 2 mi — 100 mr, BuyTpuBeHHO Hin
CYKIIMHAT Mexkeunpum | N 5 BHYyTpuUMBbIIIeuHo 100—
1000 mr B cyTku. Kypc
neuenns 6—14 gaen
Llepe6ponusun | AMITyJIbl 110 5 uid 10 M1, |BHYTpUBEHHO KamenbHO
Ne 5 wmn 10 ®@nakon mo 30|10 M Ha 100-200 M
MIT 0,9% pacTBOpa HaTpUs
xJlIopuja, Kypc jedenus 10
JHEU
[Monunentun |Koprekcun Awmmynel o 1 M Bnyrtpumsiieuno, o 10
bl KOpPBI Mr 1 pa3 B cyTkH, B
TOJIOBHOTO teuenue 5—10 nueit
MO3ra CKOoTa
VYay4mieane |Bunnouetud |KaBUHTOH Tabnerku 5 Mr ITo 5-10 mr 3 pasaB
TpO(bI/IKI/I PaCTBOp I1Mai—Swmrl CYTKH, IOOACPKUBAIOIIasA
HEPBHOM ammyna 2 ma — 10 mr, Ne |A03a 110 5 Mr 3 pazaB
TKaHU, 5 CyTKH, 2 HEJl
MUKPOIHPKY BHyTpHUBEHHO KareiabHO
TSI 10-20 mr B 500 mi 0,9%

pacTBopa XJopuaa
Hatpus. Kypc 10-14 nuei,
3areM TabneTku o 10 mr
3 pasa B CyTKH
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[lentokcudu
JUTAH

Ta6nerku 100 mr(perapx
— 400 mr)

PactBop 5 M — 100 mMr
Tabnerku «Perapa» 600

Cytounas noza 600-1200

mr. 1o 400 mr 1-2 pazaB
CYTKHU

100-300 mMr BHyTpHUBEHHO
kaneabHo B 200 mi 0,9%

Tpenrain Mr pacTBoOpa XJIopuaa
Hatpud. Kypc 5—10 nueit
1o 600 mr 2 pa3a B CyTKH
yTPOM U BEYEPOM
Bazonut

TuokroBas |TuokTanun PactBop miist unbekmi 24 M1 BHyTPUBEHHO

KHCJIOTa Tuoramma THokToBag kuciora — 600|kaneasHo B 200 mi 0,9%
Oxroyunen  (Mr— 24 mi, Ne 5; 10 pacTBopa xjaopuaa
Bepaurnon Ta6nerku o 600 mr HaTpHUs, Kypc 2 Hell, 3aTeEM

MOAICPKUBAIOIIAS 1032
600 mr 1 pa3 B 1eHb B
TeyeHue 3 Hell
Lurodnapun Awmnynel o 5 wiu 10 M, |10 M3 BHyTpUBEHHO Ka-
Ne 10 1 mn pacTBOpa nenbHo Ha 100200 Mo 5—
COZICPKUT KUCIIOTY 10% pacTBOpa riIr0K03bI
aHTapHyto 100 mr, nnu 0,9% pactBopa
HuKoTHHaMmu 10 mr, HATpHUsl XJIOpUAa OJIMH pa3
pubokcuH (nHO3wH.) 20 B cyTku B Teuenue 10
Mr, pubodaaBrHa nHeil. I[lepopanbho o 2
MOHOHYKJICOTH 2 MT; 1 |TabneTku 2 pa3za B CyTKU
Tabyerka (KUCIOTHI 3a rmoj4aca J10 e/ibl, Kypc
sHTapHor — 0,3 T; JedeHus 25 nHekn
pubokcuna — 0,05 T;
aukotuHamuga — 0,025 r;
pubodnasuaa — 0,005 1)

Butamun E  |Anbda- Karcyssr 100 Mr ITo 1 kancyne 1 pa3 B geHb
Toko(depona B TeueHue 30 qHeit
anerar

IMupunoxcun |[Tupunokcuna (Tabnerku 2; 5; 10 mr Cyrounas noza 40 mr. 1o
TUIPOXIOPUA  |Pactsop 1 M1 — 10; 50 mr 20-30 Mr 1 -2 pazaB

cytku. Kypc 1 -2 mec

TuaMuu Tuamuna Tabmerku 2; 5; 10 Mr PasoBas no3a 10 mr, 1-3
XJ10pun PactBop 1 M1 — 25; 50 mr |pasa (20 5 pa3s) B CyTKu.

Kypc 10-30 nneii PazoBas
no3a 25-50 mr, kype 10—
30 nHe#

Munsramma  |PactBop 1 mi: [1o 2 MJ1 BHYTPUMBIILIEYHO
MMAPUIOKCUHA 2—3 pa3a B HEZCIIO
ruznpoxynopun 100 mr, ITo 1 npaxe 3 pa3a B
tuamuH 100 mr, CyTKH, 4—6 Hen
nua"oko6azamud 1000
MKT
1 ammyna — 2 My, Ne 5
Hpaxe: nupugoxcuna 100
mr; 6endorunamuaa 100 mr

Jenporennns| AxroBerna PactBop mist unbekuii B | BHYTpUBEHHO KanelbHO

MPOBaHHBIN ammynax 1mo 2 mi (80 mr) |10 mm ma 200 M1 0,9 %

remoacpuBar PacTtBop M uHBEKIIMI B |pacTBOpa XJI0pHUIa

u3 ammynax o 10 mi (400 |HaTpus, Kype 10 qHei

CbIBOPOTKH MT)

KPOBH TEJSAT
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CoacTH4HOCT
b

baknoden

baknocan

Tabmerku 10; 25 mr

ITo 5 mr 3 paza B cyTku C
YBEJIMUEHUEM uepe3 3 qHs
710 MaKCHUMaJIbHO

s dhexruBHON 10361 (30—
75 MI' B CyTKH).
MakcumanbHas CyToYHas
n03a — 100 mr

Tonnepusox

Munokanm

Hpaxe 50; 150 mr
PactBop 100 mr — 1 mu1,
Ne 5

ITo 50 mr 2-3 pa3a B
CYTKH C YBEJIIMYEHHUEM 10
150 mr Ha npuem 2-3 pasa
B CyTKM BHyTpumbIlIeuHO
o 100 mr 2 pasa B CyTKH.
BHYTpUBEHHO MEJIEHHO
100 mr 1 pa3 B cyTku

Tuzanuaua

Cupnanyn
Tuzanun

Tabnerku 2; 4 Mr

Ilo 2—4 wmr 3 pa3a B
cytku. Kypc neuenns —
WHIUBUAYaIbHbIN. J[03y
MO>KHO YBEJIMYMBATh Ha

2 —4 Mr c UHTepBaJlaMu OT
3—4 no 7 nueit. CpenHss
mo3a — 12-24 mr B 3—
npuemMa. MakcumaibHast
CyTo4YHas 103a — 36 Mr

AcTeHnyecku
W CHHAPOM

AMaHTaguu

[TK-Mepu
Mupganran

Tabaerku 100 mr

PactBop s undys3wmii 1
¢nakon 500 ma — 200 mr

IIepopanbHo, nocie exapl,
HavaibHas go3a — 100 mr
B CyTKH C UHTEpBaJIOM 6 4
(mocneaHIO 103y nepea
Y’)KMHOM) B T€YEHHE 3
IHEeH, ¢ 4-To 1o 7-H AeHb
— 200 mr B CyTKH, B
teueHue 2 Hex — 300 Mmr B
CYTKH.

BuyTtpusenno, no 500 ma
1-2 pa3a B cyTKku B
TeueHue 3 4 CO CKOPOCTHIO
55 Karesb B MUHYTY

OeHmmupar
eTaMm

®enorponun

Tabmerku 50; 100 mr

PasoBas no3za — 100 mr,
CpeIHsisl CyTOYHas 032 —
200 mr (200-300 mr),
MaKCHMaJbHasl CyTOYHAas
no3a — 750 mr.
CyTouHy!0 103y AENAT Ha
2 nmpueMa. Kypc 1 mec

DOMOLUOHATb
HBIC
paccTpOUCTB
a: 1)
aenpeccust

@DryoKceTHH

QryoKCceTHH

Kancyns 20 mr

20 mr 1 pa3 B cyTKH,
npueM yrpom. Ilpu
HeoOxoqumocTu yepes 3—4
HEJI 71032 MOXET OBITh
yBenuueHa 110 40 mr B 2
IIPHUEMA B CYyTKH.
MakcumanbHas CyToYHas
no3a 80 Mr B 1 —2
mpueMa

[uranonpam

Hunpamun

Ta6nerku 20; 40 mr

Cyrounas noza 20 mr,
IpUEM B JII000e BpeMs
nHsa. MakcumanbHas
cyTouHas go03a 60 mr

Ceptpanux

3onodpt

Tabaerku 50 mMr

Cyrounas no3a 50 mr,
MIPUEM YTPOM WIIH
BEUEPOM

Bennadakcu
H

Benadaxc
Benakcun

Tabnerku 37,5; 75 mr

ITo 37,5 mr (1 Tabm.) 2
pa3a B JICHb C
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2)
TPEBOKHOCTD

MOBBILIEHUEM JIO3bl YEPE3
4 nHst Ha 75 MT' B CYTKH.
Pexomennyemas cyrouHas
n03a 225 mr B 3 nmpuema

Terpamerniit
eTpaazaduIu
KJIOOKTaHIHIO
H

AnanTon
MeOuxkap

Tabaerku 500 mr

ITo 500 mr 2-3 pa3a B
CYTKHU

Toduzonam

I'pannakcun

Tabaerku 50 mMr

Cyrounas no3a 300 mr; o
50 — 100 mr 1-3 pa3a B
CYTKHU

3) axxuTanus,
siidopus

AnuMmemMasuua

TepanumxeH

Taberku 5 Mr

Awmnynel 0,5 % pactBop
o 5 mi (25 mr B amnyJie)

[Tepopanbho 5—10 Mr B
CYTKH

BHYTpUBEHHO KallelbHO,
HayaJipHas 1032 — 25 Mr
C MOCTENIEHHBIM
yBesnuueHuem 10 75-100
MI

Tpemop

IIponpanono
1

[Iponpanomnon

Tabaerku 40 mMr

B HavanbHO# no3e 1o 40
Mr 2—3 pasa B CyTKH, IIpU
HEOO0XOIUMOCTH 103y
MOCTETICHHO YBEJINYUBAIOT
10 160 Mr B cyTKH

IIpamunekco
JI

Mupanekc

Tabmerku 250 Mxr; 1,0;
1,5 mr

[lepopansho, 3 pa3a B
CYTKHU B Ha4aJIbHOU J103€
0,375 mr B cyTKH, C IIO-
CTETIEHHBIM MOBBIIIEHUEM
Ka)KJple 5—7 THeu 10
nocTikeHus s exra (10
2,25 MI' B CYTKH).
ITognepxusaromas
tepanus — 1,5-4,5 mr B
CYTKH B 3 mpuema

Kionaszemam

Kionaszemam

Ta6nerku 0,5; 2 mr

Havanwhas no3a 1,5 mr B
CYTKH B 3 mipueMa, C Io-
CIIEIYIOIINUM yBEIUUEHUEM
nmo3bl Ha 0,5—1 Mr kaxkaele
3 nus. [lognepxuBaromas
no3a 3—6 MI' B CyTKH.
MakcumanbHast CyToYHas
71032 Y B3pOCJIbIX 20) MT

TazoBbIe
HapyLIEHUS:
1)
TUIIEPPEAKTH
BHBIHM
MOYEBOH
y3bIpb

2)
HEI0CTaTOYH
OCTb
C(UHKTEPOB
MOYEBOTO
My3BIps

OxcubyTnnu
H

Hpunran
Hosurponan

Tabierku 5 Mr

Ilepopainbho, o 5 mr 2-3
pa3za (ae Oomnee 4 pa3) B
neHb. MakcumanbHas
cyTtouHas qo3a — 20 mr

Tonreponun

JeTpy3uron

TabieTku 2 Mr

Kancynsr 4 mr

TaGnerku no 2 mr 2 pasa B
NI€Hb

Kancynsl o 4 mr 1 pas B
neHb. CyTouHas 103a 4 Mr

Andyzozun

Anb(y303uH

Tabnetku 5 mr, Ne 10

IIepopanbHo, HE
pa3:xkeBbIBas, 0 S Mr
YTPOM U BEYEPOM,
HAaYMHATh JICUCHUE C
BEUEPHETO IIpUEMa.
Cyrounas no3a 10 mr

Jlokca3o3un

Jlokca3o3un

Tabnerku 1; 2; 4 mr, Nel0

[TepopanpHO, HayanbHAS
no03a 1 Mr B cyTKH ¢
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IIOCTETIEHHBIM
yBEJIUYEHHUEM /10 2, 4, 8 Mr
1 pa3 B cyTKH €
UHTEpBaJIoM 1 Hex.
MakcumanbHast CyToYHas
7033 8 Mr

I'onoBokpyx
€HHE

beraructun

beracepk

Tabnerku 8; 16; 24 mr

beracepk 8 Mr — mo 1-2
TabneTke 3 pa3a B CyTKH;
16 Mmr — o 1/2-1
TabneTke 3 pasa B CyTKH;
24 mr — o 1 Tabnetke 2
pasza B CyTKH.
JlnuTenpHOCTh Kypca
WHINBUIYATbHAS

[{nHHApU3UH

CtyrepoH

TabaeTku 25 Mr

Ilo 25 mr 3 pa3a B CyTKH

Boxesoit
CUHJIPOM:

1)
Helponaruye
ckas 00Jb

2)
HOLIMLIEIITUB
Has 00JIb

Kapbamazenu
H

dunnerncud
Terperon
3enron

Tab6nerxu 200 mr
(perapr—400 mr)

Hauunaror ¢ 200 mr 1-2
pa3a B CyTKH, C
[MOCTEIICHHBIM
yBeJuueHreM 1036l Ha 100
MT B CYTKH JI0
MCYE3HOBEHH O0JIei, mpu
HeoOxoaumocTH 10 400—
800 mMr B cyTtku B 1 -2
nprema.
[TonnepxuBaromas 103a
200 mr

[Iperabanuu

Jlupuka

Kancyner 75; 150; 300 mr

Hauunatot co 150 mr B
CYTKH B 3aBUCUMOCTH OT
s dexTa u
IIEPEHOCUMOCTH, Yepe3 3—
6 nHel yBEITUYCHHUE J103bl
10 300 Mr B CyTKH, a Ipu
HEOO0XOIMMOCTH e11e
yepe3 7 qHen 10
MaKkcuMaiabHOM 10361 600
MT B CYTKH

AMUTpUTITHIT
UH

AmuTpuUnTunm
H

Tabmerku 10; 25 mr

Cyrounas noza 50-75 mr,
IIPUEM B BEUEPHEE BPEMSI.
Bo3MmoxxHO yBenuueHue
1036l Ha 25-50 Mmr.
Cpennsist no3a 150-250 mr
B 3—4 npuema

Jlekckeromnpo

ben

Jlexcanrua

Tabnerku 25 mr, Ne 10
nnu Ne 30

Amnynsl o 2 M, B 1 M
25 Mr pekckeronpodena

ITo 1 Tabnetke 3 pa3za B
NI€Hb

[To 2 MJ1 BHYTPUMBIILIEYHO
2 pa3a B JIcHb B TEUECHHE 2
nHel. MakcuMaiibHast
cyroyHas go3a 150 mr

Ocreonopo3

Kansnuronu
H

Muakaibuk

PactBop 1 mi1 (100 ME)

Cyrounas noza 200 ME;
o100p 0361
WHINBUIYATHHO
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TepMuHoI0OrHYECKHII CIPABOYHUK

AKCOHBI — «Ka0eian» HEPBHBIX KJIETOK, MO KOTOPHIM MEPEAAIOTCS HUMITYJIbCHl OT
TOJIOBHOT'O U CIIMHHOTO MO3ra B Pa3JIMYHbIC YaCTH Teja. Y KakKJIOW HEPBHOM KIIETKHU
€CTh TOJIbKO OJMH aKCOH. AKCOH — 3TO BOJIOKHO, TI0 KOTOPOMY HEPBHBIE UMITYJIbCHI
nepesaloTcsl APYTUM HEPBHBIM KJIETKaM U oOpraHaMm (Hampumep, Mbimiam). B
HOPMaJIbHOM COCTOSIHUM AKCOHBI 3alllMIIEHBbl CIOSIMU MHEJIHMHA, KOTOpHIE
noBpexaatorcs nmpu 3adoneBanuu PC.

JeHapurbl — HeOOJbIINE, MOX0XXUE HAa PYKH WM BETOYKH, OTPOCTKH HEPBHBIX
KJIETOK, KOTOPbIE MOJIY4YalOT 3JIEKTPUUECKHE UMITYJIHChl OT aKCOHOB APYTUX HEPBOB.
[To HUM HEpBHBIN UMITYJIbC MEpPENaeTCs MO HAMpaBICHUIO K KJIETKe (HehpoHy). Y
OJIHOU HEPBHOM KJIETKH MOKET ObITh HECKOJIBKO JCHAPUTOB.

MueuH COCTOUT W3 JIMMHUJOB M OEIKOB M SIBJISIETCS YaCThIO OJUTOJICHIIPOIUTOB.
D10 wu3onMpyromas 000J04Ka, OKpyxaromas HepBHble BosiokHa [[HC. Muenun
HYKEH JJIsl YCKOPEHUS Mepeaadn 3JIEKTPUYECKUX CUTHAJIOB OT TOJIOBHOTO MO3Ta KO
BCEM OpraHaMm U 00paTHO.

OauroaeHApONUTHl — KJIETKH, OTBEYAIOIIME 3a MPOU3BOJICTBO U COXpPAaHEHHE
MHEJIMHOBBIX ciioeB akcoHOB B IIHC.

Benoe BemecTBO — TKaHb, 00pa3yiollias BHYTPEHHIOK YacTh TOJIOBHOTO MO3ra U
Hapy>XHbl€ CJIOM CcOuHHOro Mosra. Owna Oemas, TOTOMY YTO MHUEJUH,
MPECTABIAIONIUN COO0M JKUPOBOE BEIIECTBO, OEJIOTO LBETA.

Cepoe BemecTBO — Tela HEPBHBIX KIETOK. HapyKHbINM CIIOW TOJOBHOIO MO3ra U
BHYTPEHHSISI YaCTh CIIMHHOTO MO3Ta COCTOSIT U3 CEPOTO BEIECTRA.
I'emaTtosnuedanuuecknii 6apbep — €CTECTBEHHBIN Oaphep, OTIACIAIOMIUN TKaHb
MO3ra OT KpPOBEHOCHOUW cucTtembl (cucTeMmbl KpoBooOpamieHus). B cioydae PC
reMatodHIepanndeckuii O0apbep MOXKET OBITh TMOBPEXKISCH, W TOrJa KIETKH
MMMYHHOM CHUCTEMBI, IIUPKYIUPYIOIINE B KPOBH, MOTYT MOTACTh B MO3T.

HHHC — uenTpanbHasi HEpBHAsI CUCTEMA, COCTOUT U3 TOJIOBHOTO MO3ra U CIIMHHOTO
Mo3ra.

INHC — nepudepuyeckass HEpBHAasT CUCTEMAa, COCTOUT W3 UYBCTBUTEIBHBIX U

JABUT'aTCIIBHBIX HCPBOB. qYBCTBI/ITeJ'IBHI)IC HCPBEI UAyT oT PeucITOpPOBs,
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BocnpuHuMmaromux pasapaxenusd, k [IHC. /uratensusie HepBbol uayT ot [HHC k
MBIIIIAM U KeJIe3aM.

JemMueMHM3aUA — TIOTEPs] MUEIMHA OEJIbIM BEIIECTBOM IEHTPaIbHONM HEPBHOMU
CUCTEMBL.

PemMuenunu3anus o3HayaeT BOCCTAHOBIICHUE TOBPEXKACHHOTO MUEIIUHA.
NMmmyHHas cucTeMa — 3allUTHAs CUCTEMA HAIIEro OpraHu3Ma, 3ajaya KOTopoun —
OOpOTHCA C Uy KEPOJHBIMU MATOTEHHBIMU OpPraHU3MaMU, TAKUMU KaK OaKTEpUU WU
BUPYChHI, TMapa3uThl WM TpuOKku. B 3Ty CIHOXHYH CHCTEMY  BXOHST
CrielaIu3upoBaHHbie KIeTKu: B- u T-knetku (mumdounTtsi), Mmakpodaru (TKaHEBbIE
MOHOIIUTHI), TPAHYJOIUTHI, a TakKKe BblpadaThbIBaeMble UMU O€JKU (HAIpuMmep,
IUTOKUHBI, XEMOKHHBI U JIp.) U HEKOTOphle Oeiaku KpoBH (Hampumep, (aKTOpbI
KOMIIJIEMEHTA).

Makpodaru — KIETKH, KOTOpPbIE MOTYT NEpPEABUTaThCS B TKAHSAX OpraHu3Ma u
OOBIYHO 3alIUIIAI0T HAl OPTaHu3M OT UH(EKIUi 1 Bpeaubix BemecTB. [Ipu PC onu
M0 HEU3BECTHOU MPUUYNHE «OIIHUOAIOTCS» U Pa3pyIIAOT MUEITUHOBBIE CIIOU, KOTOPHIE
OKPY>KalOT OTPOCTKU HEPBHBIX KIJIETOK (aKCOHBI) COOCTBEHHOTO OpraHU3Ma.
B-kierku (B-mum@ountsl) — Oenbie KpOBSIHBIE KJIETKHU, IUPKYJIUPYIONIUE B KPOBU
M TKaHU, OCHOBHasi (PYHKIMS KOTOPBIX 3aKJIIOYAETCS B CHUHTE3€ aHTUTEN (Iocie
TpaHc(opMaINK B MJIa3MaTUYECKUE KIETKH).

T-kaerkn (T-m1uMpouTsI) — Oesbie KPOBAHBIE KIETKH, HUPKYIUPYIOIIUE B KPOBU
Y TKaHU. DTO aBaHrap]l Haueu MMMYHHOU cucTeMbl. OHM HaXOJATCS B MMOKOE JI0 TE€X
1op, MoKa He 0OHAPYKUBAIOT, YTO B OPTraHU3M MOMNaNU yyKkepoHblie kieTku. [Ipu PC
OHM «OLIMOAIOTCS» U aTaKyIOT MUETIUH BOKPYT COOCTBEHHBIX HEPBHBIX KJIETOK.
Ouaru (0JsIIIKM) TOAPA3CISIIOTCS HAa OCTPhIe U XpoHUYeckue. OHM MOSBIISIIOTCS B
[HHC nocne Toro, kak mMakpodard HauMHAIOT pa3pylIaTh MHUEIMHOBYIO O0OJIOUKY.
OcTphle ouaru ucye3aroT YaCTUYHO WIM MOJHOCThIO. Pe3ynbrar rubenm akcoHoB —
XPOHUYECKUE OYari.

Bocnanenue — peakiusi UMMYHHOM CHCTEMBI; €€ I[eJb — 3aluTa OpraHu3Ma OT

BOBI[GP'ICTBI/IH JYXCPOAHBIX 3JJICMCHTOB. HpI/I 9TOM, KaK IIPpaBHJIO, YCHIIMBACTCA
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MPUTOK KPOBU B OYar BOCHAJICHHUS, YBEIUYMBACTCS KOJMYECTBO B HEM HUMMYHHBIX
KJIETOK.

Penuaus (o0ocTpenne, «aTaka») — BHe3anHoe (MEPUOJAMYECKUA MOBTOPSIOIIEECS)
MOSIBJICHUE CUMIITOMOB 3a00JI€BaHUs, YTSKEIECHUE COCTOSIHUS OOTBLHOTO.

Pemuccusi — 310 oueBUHOE yiydllleHUE TeueHus: 3a0osieBaHusa. OHa MOXET OBbITh
MOJTHOM WJIK HENOJHOU. [IpOTHUBOIONI0KHOCTBIO PEMUCCHH SIBISIETCSI 0OOCTPEHUE.
AyTouMMyHHbIe 3a0ojieBaHus (caxapHblii AuabeT, pPEBMATOUIHBIA AapTPUT,
cungpom ['meitena—bappe, PC u mHorue npyrue) — 3a0oieBaHMs], IPU KOTOPHIX
MMMYHHasi (3alllUTHas1) CHUCTEMa OpraHu3Ma IO OLIMOKEe MPUHUMAET COOCTBEHHYIO
TKaHb 32 HHOPOJIHYIO U aTaKyeT €e€.

NmmyHomonyaupywinue npenaparbl: uHTeeponsl Oera, raatupamepa amerar (u
Ip. OPUMEHSAIOTCA B KadecTBe OaszoBoil Tepanuum PC. CHuxas arpecCUBHOCTh
MMMYHHOW CHUCTE€MbI, OHM CHWKAIOT AKTHUBHOCTh BOCIAIMTEIBHBIX MPOLECCOB B
MO3T€ U TEM CaMBbIM CAEPKUBAIOT €CTECTBEHHOE T€UCHHE 3a00JICBaHUS.
I'niokokopTHKOMABI — Tpemaparsl, IMOJYYEHHbIE HAa OCHOBE KOPTH30HA.

[IpumensitoTcs aiis eueHust pa3BuBimxcs oodocrpenuii PC.
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I[HaFHOCTI/I‘IeCKI/Ie KPUTECPHH PACCCAHHOI0 CKJIECPO3a

Kpurepuu llymaxepa nis kinHndeckoi nuarnoctuku PC (1965)

1. Hauano B cootBercTBy101IeM Bo3pacte (10—-50 er)

2. Ilopaxenue Oenoro BemectBa [[THC

3. OOBEKTUBHBIE AHOMAJIUY MPU 00CIEAOBAHUU

4. Ouaru paccessHHbIE B MPOCTPAHCTBE (BOBJIEUCHHE ABYX U 0oJyiee pa3/elbHbBIX

aHATOMUYECKUX 001acTH)

5. PaccesaHHOCTh BO BpEMEHH, JEMOHCTPUPYEMAS:

O6ocTpenust mpojobKarIMMucs Oosiee 24 4, OTIENEHHbIE IPyT OT Apyra

MIEpUOJIOM He MeHee | mec

[TocTeneHHoOe WM CTYIICHYATOE MTPOrpecCupoBanme Oojiee 6 Mec

6. OTCyTCTBUE albTEPHATUBHBIX ITUArHO30B

Kpurepuu nnarnocruxku PC pamuHrrouckoro komurera (Ilozepa)

Kareropun OobocTpenust Kannnyeckne INapakaunHu4eckne JInkBop
(ko0M4YecTBO) ovyaru
(K0JIMY€eCTBO)
Kimanuecku nocrosepusiii PC (CDMS, clinically definite MS)
CDMS Al 2 2 n/a n/a
CDMS A2 2 1 1 n/a
JlabopartopHo nonteepxkacHHbIN qocToBepHbIii PC (LSDMS, laboratory supported definite MS)
LSDMS Bl 2 1 1 (+)
LSDMS B2 1 2 n/a (+)
LSDMS B3 1 1 1 (+)
Knuandecku Bepositaeiid PC (CPMS, clinically probable MS)
CPMS Cl1 2 1 (&) (&)
CPMS C2 1 2 (&) (&)
CPMS C3 1 1 1 (&)
JlaboparopHo noaTBepkaeHHbIN BeposTHBI PC (LSPMS, laboratory supported probable MS)
LSPMS D1 2 e L O [ ()
Kpurepuu Maxk/donaabaa ais nuaraioctuxku PC (2001)
O6ocTpeHus O0beKTUBHBIE JonosHUTEILHBIE TPEOOBAHUS
oYaru
2 wnu Goree 2 wnu Goree Her,  KkIMHWYECKMX  JIOKAa3aTeNbCTB  JOCTATOYHO
(IOTIOTHUTENBHBIE  JTOKA3aTeIbCTBA  JKEIATCNBHBI, HO

JTIOJDKHBI OBITh COBMeCTHMEI ¢ PC)

2 wi Gosee 1

Huccemunanus B mpoctpanctBe mo MPT, mmbo
MO3UTUBHBIN JNUKBOp M 1Ba min Oonee owyara Ha MPT,
coBMecTuMbix ¢ PC, nmbo crnemyromee oOOCTpeHHE C
BOBJICUEHHEM JPYToi 0b1acTi
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1 2 unu Oosee Juccemunamus Bo BpemeHu no MPT nubGo BTOpOe

obocTpeHme
1 (MoHO 1 Huccemunanus B mnpoctpanctBe mo MPT, mmbo
CHMIITOMHOE) MO3UTHBHBIN JMKBOp W ABa winu Oosnee odara Ha MPT,

coBMecTHMBIX ¢ PC W nmucceMuHanusi BO BPEMEHH T10
MPT, nu6o BTOpOE 000CTpEeHNME

0 1 1. Ilo3uTUBHBIN TUKBOP
(mporpeccupoBaHue 2. JuccemuHamuss B  mpocTpaHcTtBe 1o  MPT,
C Hayasa) JOKa3bIBaeMast JIIOOBIM U3 CIEAYIOIINX KPUTEPUEB:

9 u 6onee T2 nepeOpaIbHBIMU OYaramMu

2 u Oonee CIMHAIBHBIMU OYaraMu

4-8 nepeOpabHBIMU U | CIUHATBHBIM 0Yarom
no3utuBHBIM 3BI1 1 4-8 niepeOpanbHbBIMU oYaramu
no3utuBHbeIME 3BII ¢ Menee 4 niepeOpaibHBIMU OYaraMmu U
1 cnMHANTBHBIM 0YaroM

3. JuccemuHammsg Bo BpemeHu 1o MPT wumm
IIporpeccupoBaHme B TeueHue 1 roxa

MPT jauarHocTH4ecKHe KPUTEPUM [IMCCEMHUHANUM BO BpPEeMEHH H
MPOCTPAHCTBE
JAuccemuHanus B IPOCTPAHCTBE (HY:KHbI He MeHee 3 u3 4)
1. Kontpactupyemslid ouar, uin 9 T2 runepuHTEHCUBHBIX OYaroB
2. 1 unm 6onee UHPPATEHTOPUAIBHBIX OYara
3. 1 unm 6oJee IKCTaKOPTUKAIBHBIX Oouara
4. 3 unu 6oJiee MEPUBEHTPUKYISIPHBIX OoYara
JAucceMuHanust BO BpeMEHHU
Ecnu mepsoe MPT mnpoBeaeno depe3 3 mec u Oosiee mocie KIWMHHYECKOTO
000CcTpeHust
Kontpactupyemblii ouar (B HE3aBUCUMOW 00JacTH) JAEMOHCTPUPYET
JMCCEMHUHAIIAIO BO BPEMEHU
Her xoutpactupyembix oudaros: moBropHoe MPT wyepe3 3 mec wiu Oonee:
HOBBINM T2 oyar Win KOHTPaACTUPYEMBIN O4ar JEeMOHCTPUPYET TUCCEMHUHALINIO
BO BPEMEHHU
Ecnau nepoe MPT npoBeaeHo meHee 3 Mec MOcCie KIMHUYECKOTO 000CTpEHUs; Ha
BTOpoM MPT uepe3 3 mec unu 6oiiee nmocie KIMHUIECKOT0 000CTPEHUS:

KoHTpacTupyemslil odar 1eMOHCTPUPYET JUCCEMUHALMIO BO BPEMEHH
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Hert xonTpactupyembix ouaros: Tpetbe MPT uepe3 3 mec wiu Oojiee mociie

MEepBOro: HOBBIM T2 oyar WIM KOHTPACTUPYEMBIM oOdYar JIEMOHCTPUPYET

JUCCCMHHAIINIO BO BPCMCHHU

Kpurepuu Maxk/donaabaa ais amaraoctuxku PC (2005)

OobocTpenust

O0LeKTHBHDBIC
oyaru

JlonoJIHNTeIbHBIE TPeOOBAHUS

2 wi Gosee

2 wi Gouee

Her,  xnuHWMYecknx  JOKa3aTeNbCTB  JOCTaTOYHO
(momoMHUTENBHBIE — JOKA3aTENILCTBA  JKENATENbHBI, HO
JOIDKHBL OBITH coBMecTUMBI ¢ PC)

2 wi Gouee

Huccemunanus B mpoctpadctBe mno MPT, mmbo
MO3UTUBHBIN JNUKBOp M 1Ba mwin Oonee owyara Ha MPT,
coBMecTuMbix ¢ PC, nmbo crnemyromee oOOCTpeHHE C
BOBJICUCHHEM APYrod 0bJIacTu

2 wi Gosee

Juccemunamus Bo Bpemenum nmo MPT nubo BTOpoe
obocTpeHme

1

Huccemunanus B mnpoctpadctBe mno MPT, mmbo
MO3UTUBHBIN JNUKBOp M 1Ba mwin Oonee owyara Ha MPT,
coBMecTuMbIX ¢ PC, W aucceMuHamyss BO BpEMEHH 110
MPT, nu6o BTOpOE 000CTpEeHNME

0
(mporpeccupoBaHue
C Hayasa)

1 nim Gonee

[IporpeccupoBanne 1 roxm  (PEeTPOCHEKTHBHO WU
MPOCTIEKTUBHO) U 2 U3 3 KPUTECPHEB:

1. IlosutuBHOe MPT romoBHOro mosra (9 m 6omee T2
ouaroB win 4 u Oosnee oyaros ¢ mo3uTHUBHEIMU 3BII)

2. IlozutuBHoe cmHanbHoe MPT (2 u Gonee QokanbHBIX
0YaroB)

3. I1o3UTUBHBIHN JIUKBOP

MPT auarnocruyecKue KPUTECPUHU NTUCCEMHUHAIINA BO BPEMCHH U

NMPOCTPAHCTBE

JuccemuHanus B IPOCTPAHCTBE (HY:KHbI He MeHee 3 u3 4)

1. KontpactupyeMblii I1iepeOpalibHbIA WM CIHHAIBHBIM oOdYar, Wiu eclu

KOHTpAacTUpyeMbIX o4aroB HeT 9 T2 TUNEPUHTEHCHUBHBIX IEpeOpaTbHBIX

W/WJTA CIIMHAIBHBIX 0YaroB

2. 1 unu 6onee UHPpPATEHTOPUAIBHBIX OYara

3. 1 unm 6oJee IKCTaKOPTUKAIBHBIX Oouara

4. 3 unu 6oJiee MEPUBEHTPUKYISIPHBIX Oo4yara

[Ipumeuanue:

HHAWBUYaJIbHBIC

CIIMHAJIbHBIC oyarm

Hapsay C

nepeOpaibHBIMU UAYT B CUET OOIIEro KojinuecTBa HeooxoauMbix T2 ogyaros

I[HCCCMHH&HI/IH BO BPpECMCHH
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KonTpactupyemsiii ouar Ha MPT, npoBeneHHON HE MEHee 4eM uepe3 3 mec
MOCJI€ TOSIBJICHUSI KIMHUYECKUX CHUMIITOMOB, Ha MECTE, OTJIMYHOM OT
TaKOBOTO ISl IEPBOHAYATIBHOTO COOBITHSI, HIIH:

Hoggriit T2 ouar na MPT, npoBeneHHOM yepes mo00e BpeMs, 0 CPAaBHEHHUIO C
pedepentnoit MPT, BeimomHeHHON He MeHee, yem uepe3 30 maHeW mocre

Ha4aJla IICPBbBIX KIIMHUYCCKNX HpOHBJ’ICHI/Iﬁ
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