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BBengeHue

Paccesnnniii ckiiepo3 (PC) — xpoHudeckoe ayTouMMyHHOE 3a00s1eBaHue, Mpu
KOTOPOM MOPa)KaeTcsi MUETUHOBAsI 000JI0YKa HEPBHBIX BOJIOKOH FOJIOBHOTO U
cnuHHOTO Mo3ra. [Ipu paccessHHOM ckiiepo3e mopakaercs 0enoe BemecTBO
TOJIOBHOT'O M CIIMHHOT'O MO3Ta B BU/IE€ MHOXKECTBEHHBIX, PACCESTHHBIX

CKIICPOTHYCCKHX 6J'I$IHICK, IMO9TOMY €TI0 CIIC HA3bIBAKOT MHOI'OOYar OBbIM.

Hcropus PaccesHnblii ckiepos Brepbie onucan B 1868 rony XKan-Mapren
[Tapko, otHaKO MEPBEIN ClTy4ail TaHHOTO 3a00eBaHus ObLT omrcan B 1395.
Crnenyromee ynomuaanue o PC B uctopun npousonnio B 1833. Tak, Obu1 onucan
HEBPUT 3PUTEILHOTO HEPBA U JIBOCHHE, CJIA00CTh B HOTaxX, HapylIeHUe PyHKIIUU
Ta30BBIX OPTAHOB, MPOTPECCUPOBAIIN U IPUKOBAIH OOJIHHOTO K TIOCTENN B KOHIIE
*u3HU. PerpocniektuBHO ObL1 tuarnoctupoBan PC. Tlocne MHorHx ser
uccnenoBanuii B 1868 roxy XKan-Mapten Illapko, npodeccop [lapuxkckoro
YHUBEPCUTETA, KOTOPOr0 HAa3BAIH “‘OTLIOM HEBPOJIOTMH  , BHUMATEIBHO OCMOTpPET
MOJIOZYIO JKEHILMHY C TPEMOPOM, KaKOr0 OH paHbllle HUKOra He Buaen. OH
OTMETHUJI U IPYTUE HEBPOJIOTUYECKUE TPOOJIEMBI, B TOM YHUCJIE HEBHATHYIO PeUb U
aHoMaJbHbIE ABMKEHUs raa3. Kan-Mapten [lapko cpaBHWI UX ¢ CHMOITOMaMU
JIPYTUX MAIMEHTOB, KOTOPBIX OH ocMaTpuBai panee. Korma ona ymep:na, B ee
MO3re ObUTH OOHAPYKEHBI XapaKTEePHBIC MIPAMBI WM “OJSIIKA”, XapaKTePHbIE IS
PC. Illapko nan Gonee nmoiaHoe onucaHue 3a00JIeBaHUs 1 U3MEHEHHUS B MO3Te,
KOTOPBIE CONPOBOXKAAIOT €ro. B mocneanue aecartunerus 19-ro Beka, Begynme
MEJIMKU MUpa MPULUIN K TOHUMAHUIO, YTO PACCESIHHBIN CKIIEPO3 SABJISIETCS
KOHKPETHBIM U CaMOCTOSITeIbHBIM 3a00eBanreM. PC ObLT Ipu3HaH TaKOBBIM B
Anrnuu joxkropom Yourep Mokconom B 1873 roay, B Coequnennbix [ltatax
noktopoM Dayapaom Cerena B 1878 rony. K koHIy Beka MHOTO€ M3 TOTO, YTO
MO>KHO y3HaTh O HOBOM 3a00JI€BaHUU, OBLIO YK€ U3BECTHO. TiiarenbHoe

Ha6J'IIOI[eHI/Ie 3a 3a001eBaHUEM IIOKa3aJIo, 4YTO YaliC OHO BCTPCUYACTCA Y KCHIIMH,
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4EM Y MYKYHH, YTO HAIIPAMYIO HC HACJICAYCTCA U YTO 00JIE3Hb MOKET

IMPOU3BOAUTH MHOI'O PA3JIMYHBIX HCBPOJOTUYICCKUX CUMIITOMOB.

PacnpocTpaHeHHOCTh

B GospmmMHCTBE HCCIETIOBAHNN MCIIOIb30BAJIMCH KIIMHUYECKHE TMarHOCTHUYECKHUE
kputepuu Poser, B TO BpeMs Kak B 0oJiee TO3JHIX UCCIEAOBAHUSX, TPOBEACHHBIX
nocie 2005 roga (7 uz 68 no 10,3 %), ucnoyib30Balvch KpUTEpUu MakaoHalb1a
2001 roga. B nenom, pacipoCTpaHEHHOCTh PACCETHHOTO CKJIEPO3a BapbUPOBAJIA OT
10 no 70 coyuaeB Ha 100 000 Hacenenus ¢ 6ojiee BHICOKOM 4acTOTOM PaCCETHHOTO
CKJIEpO3a B 3aIaIHOM, BOCTOYHOM U IIECHTPAJIbHOM YaCTAX CTpaHbl. boiiee HU3Kast
PacIpoCTPaHEHHOCTh ObllIa 3apETUCTPUPOBAHA B CEBEPHBIX palloOHaX U HA
JanmeaeM BocToke Poccum, rie HU3Kas IIIOTHOCTh HACEICHUS M 00JIee BEICOKAs
MPECTaBICHHOCTh HACEICHUS a3MaTCKOTO MPOUCXOXKACHUS, BKIIIOUAsl CEBEPHBIC

IJIEMEHA, KOTOPBIE BCE €ILE€ MEHEE MOIBEPKEHBI PACCETHHOMY CKJIEPO3Y.

Poccuto B 11€10M MOKHO CUMTATh CTPAHOM CO CPEIHUM PUCKOM Pa3BUTHS
PACCEsTHHOTO CKJIEPO3a B MOCIEAHEE BPEMS COOOIAETCS O 3HAYUTEIBHOM POCTE
nokasaresyiel pacpoCTpaHEeHHOCTH, ocoOeHHo B Cubupu u Ha JlanbHem BocToke

CTpaHbI, pCTUOHLI.

3THoI0rusA

OnuH 13 OCHOBHBIX BOIIPOCOB ONMCATEIBHON SIHUIEMUOJIOTMH PACCESHHOTO
CKJIEpO3a CBSI3aH C TEM, YTO OOJIee CYIIECTBEHHO BIIUSAET Ha PUCK PA3BUTHUS €r0 —
MECTO MPOKUBAHUSA (T. €. BHEIIHUN (DAKTOP) WIIM MPUHAIJIEKHOCTD K
OINPEJEIICHHON THUYECKOM rpymnmne (FeHeTHUEeCKask MPeapacioOKEHHOCTD)
3HAYNUTEIBHBIN BKJIAJ B U3y4YCHHUE dTHOJIOTMU BHECIU MCCIICJOBAHUS B
NOMYJISUUAX, U3BMEHHUBIIHNX 30HY NPOKUBaHUA. MUTPaLIMOHHBIE UCCIIEIOBAHUS

IMOATBCPANIIN, YTO AJIA PAa3BUTHA PACCCAHHOIO CKIICPO3a HGO6XOI[I/IMa KOM6I/IHaI_II/I$I



KaK BHEITHUX, TaK U HACIEACTBEHHBIX (DaKTOPOB. B HECKOIBKHMX MCCIETOBAHUSIX
OBLJIO MMOKa3aHO, YTO BO3PACT MEpee3ja MOKET BIUATh HA PUCK PA3BUTHUS
3a0oneBaHus. JInia, CMEHUBILIKME 30HY PUCKA PACCESIHHOTO CKJIEPO3a 10
nmybepTaTHOTO Bo3pacTa (10 HEKOTOPHIM JIaHHBIM, B BO3pacTe 10 15 jeT)
NpUOOpETAId PUCK ATOr0 3a00JI€BAHMSI HOBOW 30HBI MPOKMUBAHUS, TOTJA KaK T€,
KTO Iepeexal nocie myoepTaTHOro nepruoaa, T.e. Bozpacte mocie 15 et —
COXPaHSUIH PUCK 30HBI CTPAHBI POKICHUSI.

Teopust MynbTH(PAKTOPHATIBEHON ATHOJIOTUH PACCESTHHOTO CKIIEPO3a
MO/IPa3yMEBAET, YTO ISl Pa3BUTHS MATOJIOTHYECKOTO MPOoIecca HE0OXOIUMBbI
BHEIIHUE BO3/IeHcTBUSI. OCOOEHHO MH(PEKIIUU, KOTOPHIE BHIMOIHSIOT POJIb
TPUTTEPOB Y TEHETUYECKH MPEAPACIION0KEHHBIX JTUIl. POIb reHeTHYECKuX
(bakTOpOB MOATBEPKAACTCS TEM, YTO HEKOTOPHIE TOMYJISIIUN
(ceBepoaMepuKaHCKHE UHACHIIBI, SIKYThI, [IbITAHE, HOBO3EJIAHACKUE Maopu) HE
0O0JICIOT PacCEesTHHBIM CKJIEPO30M HECMOTPS Ha MIPOKUBAHUE B 30HAX BBICOKOIO
pucka. biim3HenoBbie UCCIeI0BAHMS MTOKA3aJId, YTO BEPOATHOCTh BOSHUKHOBEHUS
PacCessHHOTO CKJIep03a Yy BTOPOro MOHO3UrOoTHOTO Onn3Hena — 30 %, Toraa kak y
reTePO3UroTHOr0 — Jullb 4 %.

Takum 06pa3zom, reHeTrndeckuit puck cocrasisger 30 %. OcranbHoe

MPUXOAUTCS Ha (PaKTOPHI BHEIIHEH Cpelibl U APYTHUe HEU3BECTHBIC MPUUUHBI.
Bbonbmioe 3HaueHue B popMUpOBaHUHM HACIIEICTBEHHON MTPEAPACIIONIOKEHHOCTH
MO>KET UMETh OIpEIeSICHHbIN HAOOp alljiesieil reHOB TJIABHOIO KOMILIEKca
ructocoBMectTumMocT (HLA-cucteMsl), paciosio:xKEeHHOTo Ha 6-i XpoMocoMe.
benkoBble MPOIYKTHI 3TUX T€HOB 00YCIOBIMBAIOT CBOEOOpA3e UMMYHHBIX
pEeaKIMi KaKI0ro YeJI0BEKa, TaK Kak cTpykrypa mosekya HLA urpaer
PENIAIOIIYIO POJIb B 3aITyCKEe MMMYHHOTO OTBETa Ha JI000I aHTHUTEH.

VY OOJBHBIX paccesTHHBIM CKJIEPO30M B OOJIBIIMHCTBE MOMYJIALNM C
MOBBIIIEHHBIM UJIU CPEAHUM PUCKOM Pa3BUTHUSI 3TOTO 3a00JIEBAHUS Yallle, YEM Y
3JI0POBBIX JIWII, BcTpeuaeTcst Habop amteneit renoB HLA-cuctemer DRB1*1501-
DQA1*0102-DQB1*0602. 1o coueranue ajuienaei, 4acTo HaCIeTyeMbIX

CIICTNIEHHO, Ha3pIBaeTcs ramotunoM DR2, wian Dw2. CremiieHHO ¢ 3THM
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ramoTunomM HacieayroTcs amwtenn HLA kmacca II, cpenn koTopbix HanboJee
CWJIBHO C pacCestHHBIM CKJIep030M cBs3aHbl A3 u A7. Cpenu 310poBOro 6enoro
HaceneHnus EBponsl n CeBepHort AMepukn DR2-rammorun Berpeudaercs B 40-60 %
ClIy4aeB, TOTa KaK Cpey OOJIbHBIX PACCESHHBIM CKJIEPO30M U3 3THX XKe
HanMOHANIBHBIX Tpymin — 60-80 %. HecMoTps Ha Hanuyue accouuanuy 3TOro
raruioTHIA C OBBILIEHHBIM PUCKOM PACCESHHOTO CKIIEPO3a B MOITYJISLHUN B LIEIOM,
B CEMbSIX PUCK Pa3BUTHsI IOBTOPHOTO ClIydasi 3a00JIEBaHUSI HE BCET/Ia CBSA3AH C
HacinenoBanueMm ramioruna DR2. BepostHo, apyrue coueranus amuiene HLA
kiacca Il Takke MOryT ydacTBoBaTh B (hOPMHUPOBAHUN MYJIbTHT€HHOMN
MPEAPACTIOIOKEHHOCTH.

B ¢opMupoBaHumM reHeTUYECKON MPEAPACIIOIOKEHHOCTH K PACCETHHOMY
CKJIEPO3Y BO3MOKHO BOBJICUEHBI T'€Hbl HEKOTOPBIX IUTOKUHOB (Hanpumep,
(dakTopa HEeKpo3a OIyXoJiel ), FeHbl HUMMYHOTJIOOYJIMHOB U IPYTHUX OEJIKOB,
YYaCTBYIOIIMX B MIMMYHHBIX PEAKLHIX, KOJUPYIOIIHE OEIKOBYIO CTPYKTYPY
OCHOBHBIX aHTUT€HOB MueuHa. [Ipy HeTaBHUX HCCIIEI0BAHUSAX BCETO T€HOMA
OOJIBHBIX PACCESTHHBIM CKJIEPO30M B Pa3HbIX 3THUYECKUX IpyHax 0OHapyKeHO,
YTO PUCK 3a00JI€BaHUS CBSA3AH C PA3IMYHBIMHU YYaCTKaMH Ha XpoMocomax 1, 2, 3,
5,6,7,11,14, 17, 18, 19 u X-xpomocomax.

Takum 00pa3oM, poJib TEHETHYECKUX (PAKTOPOB B 3TUOJIOTMH PACCEIHHOTO
CKJIEp03a MOKHO MPEACTABUTh CIIEIYIOIIMM 00pa3oM:

* pacCesiHHBIN CKJIEPO3 SIBJISIETCS] MYJbTUTEHHBIM 3a00JI€EBAHUEM C BOBJICYEHUEM
JIOKYCOB, UMEIOIIIMX PAa3HOE 3HAYCHUE B Pa3HBIX ITHUUECKUX IPyMIax;

* IPOSIBJICHUE TEHETUYECKOW MPEIPACIIONOKEHHOCTH 3aBUCUT OT BHEITHUX
(bakTopoB;

* y eBPONEICKUX HapOJOB pacCesIHHBIN CKIIepo3 Hanboee CUIbHO
accounupyetcs ¢ ramotuniom DR2 o HLA-cucreme kiacca II;

* 3TOT rAIOTUI MOXET BKJIFOYATh 'T€H PACCESTHHOTO CKIIEpO3a", a MOKET

OBITh CLIETIJIEH C APYTMMH F€HAMHU, ONPECIIAIOIUMU IPEIPACTIONOKEHHOCTh K
HEMY;

* Cpeay IPYTUX JIOKYCOB HanOoJiee BEPOSITHO yIaCcTUE TEHOB IPYTUX OEIKOB.
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[Toka HeT yOenuTenbHBIX JAHHBIX B TIOJIb3Y TOTO, YTO IPUUYUHON PACCESTHHOTO
CKJIEpO3a ABJISIETCSA TOT WM MHOM BHEIIHUM areHT. CylecTBYIOT CIEAYIOIINE
apryMEHTHI B MOJIb3Y BIMSHUS BHEITHUX BO3JIEUCTBUI: HAIMUKE PA3HOTO PUCKA
pa3BUTH 3200JIEBAHMS Y JIUI] OJJUHAKOBOM HAIMOHAIBHOCTHU, HO MPOKUBAIONTUX B
Pa3HBIX MECTHOCTSIX; U3MEHEHUE PUCKA PACCESIHHOTO CKJIEpO3a MPU CMEHE 30HbI
MPOKUBAHUS; "MUKPOIUIAEMUN" PACCEIHHOTO CKIIEpO3a U
MPOCTPAHCTBEHHOBPEMEHHBIE KJIaCTepbl — HEOOJIbIIINE PAHOHBI C PE3KUM
MOBBIIIIEHUEM 3a00JIEBAEMOCTH; MOHO3UTOTHBIE OJIM3HEIIbI Yallle JUCKOPAAHTHBI
10 PacCeTHHOMY CKJIep03y. PHCK pa3BuTHs W/HIIM 000CTPEHUS ATOTO 3a00IeBaHMS
ACCOLIMMPYETCS C YaCTOTOM MEePEHECEHHBIX MH(EKIUMN, HATMYUEM KOHTAKTOB C
YKUBOTHBIMHM M TOKCUYHBIMU BEILIECTBAMU Ha pabOTe WIH B OBITY, OCOOCHHOCTSIMU
MUTAHUS U C IPYTUMH BHEITHUMH (haKTOpaMH, 3HAYCHHE KaXKIO0T0 U3 KOTOPBIX
MOKa JI0 KOHIIA HE SICHO.

HawnGomnbiee BHUMaHME MPUBIIEKAET BO3MOKHOCTh WH()EKITMOHHOTO Hadaja
paccesHHOro ckiiepo3a. [IpakTuyecku Bce U3BECTHBIE MUKPOOPTaHU3MBI B pa3HOE
BpeMsl MpeIlarajnuch B KAYECTBE MPUUMHBI — MPOCTEUIIINE, CITUPOXETHI,
PUKKETCUH, OaKTepuu, BUPYCHl U TPUOHBI. KOHTAKT ¢ MHPEKIIMOHHBIM areHTOM
MOXET MIPOUCXOUTH B IETCKOM BO3PACTE U MOCIIE JIUTEIBHOIO JATEHTHOTO
nepuoja KJIMHUYECKHU MPOSIBISTLCS B OoJiee 3pesioM Bo3pacTe. B kauecTe
BEPOSITHBIX KaHJIMJATOB Ha POJIb "BO3OYAUTENA" pacCesTHHOTO CKIepo3a
paccMaTpUBAIMCh BUPYChI, 0COOEHHO BUPYCHI KOPH U IPYTUX JETCKUX MHDEKIUMH,
PETPOBUPYCHI, TAK HA3BIBAEMBIE YCIOBHO-MIATOI€HHBIE BUPYCHI, TAKUE KAK BUPYC
Onmreitna-bappa, repreca, a Tak:ke BUPYChl, BBI3bIBAIOIINE 3a001€BaHUS Y
JKUBOTHBIX. Y OOJIbHBIX PACCESTHHBIM CKJIEPO30M OTMEUEH B CpPEeHEM OoJiee
MO3THUH BO3PACT pa3BUTHS IO KpaitHEH Mepe OAHON 13 IeTCKUX MH(DEKIuH, Jaie
KOpH MM KpacHyxu. OJHaKo HU B OJTHOM CIIy4a€ NOKa HE BbISABJIECHA Pa3HULIA
MEXKy COJIEpKaHUEM BUPYCOB B aKTUBHBIX Ouarax JeMUEIUHU3AIUU U
naToMop(doIOru4ecK HeM3MeHEHHOU TKaHu Mo3ra. [Ipeanonaraercs, 4To BUpYyC
MOXET JJIUTEJILHO MEPCUCTUPOBATh B TKAHU MO3Tra B BUE AehEKTHBIX popM Iu60

MHTETPUPYSCH B TCHOM KIIETKU-X03s5iMHA. [lepcuctenuus Bupyca win 1pyroro
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MH(PEKINOHHOTO areHTa MOKET ObITh OCHOBaHAa Ha TEHETUYECKU
JIETEPMUHUPOBAHHON HEMOJIHOLIEHHOCTH UMMYHHOM CUCTEMbBI OPTaHU3Ma
OOJIBHOTO.

He BbI3bIBa€T COMHEHHUS, YTO MHPEKINOHHBIE 3a00€BaHUS MOTYT
MPOBOLIMPOBATH PA3BUTHE 0OOCTPEHUMN PACCESIHHOTO CKJIEP03a, BHICTYIAS B POJIH
TpurrepoB. Oco00ro BHUMaHHUS 3aCITy>KUBAIOT IPEANOI0KEHUS 00 yUaCTUH
BHPYCOB B 3THOJIOTHH PACCESIHHOTO CKJIEpO3a MO0 MEXAHU3MaM ''MOJIEKYJISIPHOU
MHUMMKPHUH' ¥ IEPEKPECTHOTO pearnpoBanus. llaTorennoe nevicteue
MH(EKIHOHHOTO areHTa MU PaccestHHOM CKJIEPO3€ MOKET peaan30BaThCs Kak
yepe3 MpsIMOEe BO3ACHCTBUE HA MUETMHCUHTE3UPYIOLIUE KIIETKHU, TaK U
OMOCPENOBAHHO, AKTUBUPYS PA3IUUYHbIE UMMYHOJOTHYECKHE MEXaHU3MBI
XPOHUYECKOTO BOCIAIICHUS U Pa3pyLICHUS MUEJIMHA.

Takum 00pa3zoM, B HacTosiIiee BpeMs Hanbosiee paclpocTpaHeHa TMnoTes3a
MyJbTU(AKTOPUATIEHONW STHOJIOTHH PACCESTHHOTO CKiepo3a. JlomyckaeTcs, 4To
KOMOUMHAIIMs BHEIIHUX (PaKTOPOB JIEWCTBYET HA TEHETUUECKH
MIPEPACIIOIOKEHHBIX JIMII, BbI3bIBASI XPOHUUECKOE BOCIIAJIEHUE, Ay TOUMMYHHbBIE

pCaki 1 JCMHUCINHHU3AIIUIO.

Kinnaunyeckue ¢popMbl

B nHacTosimiee BpeMs He MPUHSITO TPAIULIMOHHOE BbIJIETICHUE KIMHUYECKUX

dbopm PC (ontuueckoit, 11epedpoCUHAIBHOM, MO3KEUKOBOM U JP.), OCHOBAHHOE
Ha BEIYIIUX MPOSBICHUSX 3a00JICBaHUS, TaK KaK JTaHHBIC
HEHPOBU3YAIM3AIMOHHBIX U 3JIEKTPODU3UOIOTUUECKUX METOI0B UCCIEI0OBaHUS
CBUJICTEIIbCTBYIOT O OPAXKEHUH PA3TUYHBIX OTACJIOB [IECHTPAIHLHOW HEPBHOM
CUCTEMBI IpH J1I000H 13 3Tux dhopm. Knuanueckue Gpopmer PC BeiensroT Ha
OCHOBE THUIIa Te4eHUs 3a0onieBanus: pemurtupytouuii (PPC), Bropuuno-
nporpeccupytromuii (BITPC), nepsuuno-nporpeccupytomuii (ITTIPC) u nepBuyHo-
nporpeccupytomuit PC ¢ o6octpenusamu (ITITPCO) (cm. puc. 1). OcHoBHBIMEU

MOKa3aTeJIIMU T€UCHHUS 3a00ICBaHUS SIBISIOTCS HAJIMYKE Y YaCTOTa KIMHUYECKU
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oTnpeeNsieMbIXx 00OCTPEHHI U TEMIT HapacTaHUsl HEBPOJIOTHUECKOTOo nedummra.
O6ocTpeHueM IPUHATO CYUTAThH MOSIBJICHUE HOBOW HEBPOJIOTMYECKOM
CUMIITOMATHKU, BBISABISIEMOMN MTPU KIIMHUYECKOM 00CIIEIOBAHUU U
coxpaHnsitoieicsa He Mmernee 24 4. CnenyeT oTaudaTh 000CTPEHUS OT
«rceBaoodocTpeHuity. «IlceBnoodocTpenne» — 3To NoABICHHE HOBOM
KIIMHUYECKOM CUMTOMATUKU WK YCYTYOJIEHUE yKE UMEIOIIEICS, KOTOPOE MOKET
pa3BUTHCS Ha (POHE COMYTCTBYIOMIETO 3a00JIEBaHUS WM, HAIIPUMED, MIPU
MOBBIIIIEHUY TEMIIEPATYPhI TeJIa U MPOXOJIUT C HOpMau3aluen 0o1ero
COCTOSIHUA. DTO 00YCIOBIMBAET BAXKHOCTh JETAIBHOTO KIIMHMYECKOTO aHAIN3a
JUHAMUKHU COCTOSTHUS MAIMEHTa IIPU pacCMOTPEHHUH Botpoca 00 3¢ (HeKTUBHOCTH
MPOBOAUMOI UMMYHOMO/IYJIUPYIOIIEH Tepanuu U BOZMOKHOM MEPEX0/ie Ha

JpyTrou mpenapar.

PeMuTTMpPYHOLWWIA pacceaHHbIA CKNepos3

1anln Sl

A - oTnenbHble obocTpeHUs b - obocTpeHna ¢ HENONHLIMMK

C NONHBIMK KNMHUYECKMMW PEMUCCHUAMM KNMHHUYECKMMIA PEMMUCCUAMMA,
HO MeXOY HUMW HeT HapacTaHuA
CMMMNTOMATHUKK

BropuyHo-nporpeccpyolMii pacceaHHBIA CKNepos3

Iiiad 10—~

A - obocTpeHma coxpaHanTca, b - obocTpenwi Her,
W MEXOY HUMKM CUMNTOMATHKA BO3MOXHA NULLIL BPEMEHHAA
NpoAoN*aeT HapacTaTk CTabunuzaumna COCTOAHKMS



[NepBMYHO-NpOrpeccMpyLLMA pacceAHHbIA CKNepos3

A = CUMNTOMAaTKa HEYKNOHHO B - BO3MOXHBI Neproab

HapacTaeT ¢ camoro aebwoTa cTabunM3aunm cocToAHUA

zabonepanua WNK JaxXe He3HAYUTENLHOro
YNyYLLEHUA

MepBUYHO-NpOrpeccpyoLMiA pacceaHHbIR cknepos c obocTpeHnamn

MNocne nepeoi ataki oBOCTPEHWA NOBTOPAKTCA,
HO CUMMNTOMATHKA HEYKNOHHO Nporpeccupyer
€ Camoro Hayana

Puc.1. BapuanTsl Te4eHUs pacCESTHHOTO CKJIEpO3a.

B nHacrosiee BpeMs OTAEIBHO BBIACISIIOT €11E U KIMHUYECKHA U30JIUPO-

BaHHbII cuHApoM (KW C). Tak Ha3pIBatOT NEPBBIM AMU30]1 PA3BUTHS HEBPOJIO-
IMYECKHUX PACCTPOUCTB, 3acTaBisaromux npeanonarars PC. KUC pa3BuBaercs

3a HECKOJIBKO YacOB WJIM JTHEH U UMeEeT BCe KIMHUYECKUE YepPThl 000CTPEHUS

PC. Ha sT0i1 cTaguu caMbIM BaXHBIM SIBJISIETCSI UCKJIFOUEHUE JIPYTOM MaToI0-
run. Kimmandeckun KU C mosxet 66T MOHO(OKATBHBIM HIIA MYJIBTH(OKATH-

HBIM — C INICCEMUHUPOBAHHOM HEBPOJIOTMYECKON cCUMIITOMATUKOW. Onpeenenue
KHMC kak MOHO- WK MyJIbTU(OKAIEHOIO OCHOBBIBAETCS TOJIBKO HA KIMHUYECKUX
JTaHHBIX, a He Ha MaHHbIX MPT. Takum 00pa3om, MOHATHE «U30JITUPOBAHHBIIN
OTHOCHUTCS TOJIBKO K EIMHUYHOMY 110 BPEMEHU BO3ZHUKHOBEHUIO HEBPOJIOTHYE-
ckux HapymeHuil. KUC ¢ mynpTu(hoKanbHbIM OPaXKEHUEM HEPBHOM CHCTEMBbI
npoTekaeT 0e3 MPU3HAKOB ICUXUYECKUX HApYIIEHUH, HapyLIeHU CO3HAHUS

U JINXOPAJIKH, YTO OTIMYAET €ro OT OCTPOr0 PaCCETHHOIO dHIe(paToMuenunTa.
Haubonee yacTpiMu KIMHUYECKUMU TIPOsIBICHUSIME MOHO(oKansHoro KUC

ABIIIOTCS. peTpoOyIbOapHbiit HeBpUT (PBH), yacTuuHbIi monepevyHbIii MUEIHT,
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cunapom Jlepmutra u napecte3un B pykax. KUC moxeT perpeccupoBarthb
CaMOCTOSITEJIbHO, HO B CIIy4YasiX 3HAUUTEIbHON BBIPAKEHHOCTH CUMIITOMA-

TUKU TPeOyeTCs MPOBEACHUE KOPTUKOCTEPOUTHOM Tepanuu. YacThIiM BapUaHTOM
moHodokanpHoro KUC y nereit siBnsiercst PBH kak cneacTBue BeTpsiHOM OCIIHI,
KOpH, KOKJIIOIIa, MH(EKIIMOHHOTO MOHOHYKJI€03a, UMMYyHHU3auu. Hanuuue
uHbekuuu 3a 2 Hen. 1o PBH cHmxkaet puck nocnenyromero pazsutust PC. JIBy-
CTOpOHHUU WK Bo3BpaTHbIM PbH, HanpoTus, yBenmnuuBaet ero. Puck pa3sButus
PC nocne PBH B 11060M Bo3pacTe yBEIMUMBAETCS MPU HATUYUH XapPAKTEPHBIX
n3menennii Ha MPT. B atom ciydae puck pa3sutusa PC B TedueHue ciienyromero
rojia kosieoercs ot 0 10 50%, a npu Hanmmuuu B L{CXK onurokyioHaabHbIX aHTH-
ten — 10 72%. Hammuane B LIC)K ocHOBHOTO O€NTKa MUEIIMHA, MACIIMHOJINUTOICH-
JPOLIUTAPHOTO TIUKOMPOTEUHA WU aHTUTEI K 9TUM OeJkaM TakKe paccMaTpu-
BaeTcA Kak npusHak BeposaTtHoro pasButusi PC nocie KUC. [Ipu orcyTcTBHM

ouaroB Ha MPT 1ot puck B Teuenue 10 net coctapiuser 22%.

Kiaunnyeckass kapTuHa

Bo3HukHOBeHUE pa3audHbIX cUMOTOMOB 1pu PC cBsi3aHO ¢ HapylIeHUEM
MPOXO0’KJIEHUSI HEPBHBIX UMITYJIbCOB 1O mpoBoaamuM myTsam [THC. Oto
00yCIIOBJIEHO 1€CTPYKLHMENH MUEIIHNHA, IOBPEXKICHUEM aKCOHOB, a TAK)XKE OTEKOM U
JENUCTBUEM MPOBOCIAIUTEIBHBIX MEAUATOPOB. CUMIITOMBI, 00YCIOBIEHHbBIE
JeCTBUEM MOCIETHUX ABYX (PaKTOPOB, JOCTATOYHO OBICTPO pa3periatoTcs Moj
BIIMSIHUEM TE€panuy KOPTUKOCTEPOUIaMHU, a IIPOSIBICHUS 3a00JI€BaHUs, CBSI3aHHbIE
C aKCOHAJIBHOW JIereHepannen, ycTonuuBbl. Hapyuenue npoBeaeHuss HEpBHBIX
UMIYJBCOB MOXET BOSHUKHYTh IIPaKTHUeCKU Ha J1to0oM ydyactke [THC, uto u
00yCJIOBIMBAET pa3HOOOpa3ue KIMHUYECKON KapTHUHBI 3a001eBanus. MOXHO
BBIICTIUTH HanboJiee TUMMMYHBIEC, MEHEee TUITMYHbIE U HeTUnn4HbIe a7 PC

CHUMIITOMEI.
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K Haubosee TUMIMYHBIM CUMIITOMAaM OTHOCSITCS: peTpoOyIb0apHbIi HEBPUT,
CIACTUYHOCTB U APYIHe€ CUMIITOMBI IOBPEKICHUS TUPAMUIHOTO TPAKTA,
YyBCTBUTEJIbHBIE HAPYILLIEHUA (B TOM YHCIIE€ CUMIITOM JIepMuUTTa), HUCTArM,
JUIUIOIHNS, TOJIOBOKPYKEHHE, HAPYILEHUS MOYEHCITYCKaHUS U CEKCyallbHas
JUChYHKIINS.

Joctarouno yacto npu PC BcTpeyaroTcs: KOTHUTUBHBIE HAPYILIEHUS U APYTHe
HEPBHO-IICUXUYECKUE PACCTPONCTBA, YCTAIIOCTh, Pa3IMUHble 00JIEBbIE CUHPOMBI.
bonee penkumu sIBISIIOTCS APOKCU3MAIIBHBIE PACCTPOICTBA, BOBJIEUEHUE
YEpPEINHbIX HEPBOB (IIOMUMO 3PHUTEIBHOI0), BETE€TATUBHBIE HAPYIICHHUS
(paccTpoiicTBa IOTOOTAEIEHUS, CEPACUHO-COCYUCTBIE HAPYILIEHUS, CHHIPOM
['opHepa), cuHapOM O0€CIOKONHBIX HOT, TUCCOMHUS.

Hekoropsle cuMIITOMBI XOTsI U HE 04€Hb yacThl ipu PC, HO oTHOCATCA K
TUIIAYHBIM U JJaXKe B OOJBIION CTENEHNU MaTOTHOMOHUYHBIM JUIsl 3TOM OOJIE3HH.
WMy SBASIOTCS: MEXbAAEpHAs OPTATbMOIUIET S, TUIIEBbIE MUOKUMUH,
00JIe3HEHHbIE TOHUYECKUE MBIIIEUHBIE CIIa3Mbl, TPUT€MUHAIbHASI HEBPAITUS Y
MAalMEHTOB MOJIOAOTO BO3PACTA.

AtunuusabivMu nposiBieHussMu PC, yacTo moOy»k1aloUMMH K TIOUCKY MHOU
IPUYUHBI UX pa3BUTHs, ABIA0TCS: adasus (PC Hukorna He nedrotupyet adasuei,
HO OIKCAaHbI OTJENbHBIC Cy4Yau Pa3BUTHs aQaTHUYECKUX PACCTPONCTB

B (haze sKk3arepOaly Mpy JOKAIU3AIMKU 04aroB IEMUEIMHU3AIMH B TOJKOPKOBOM
0eJI0M BeIeCcTBE JIOOHOU U TOOHO-BHCOYHOU 001aCcTEW JOMUHAHTHOT'O
NOJIyLIapus ), FTEMUAHOIICHSI, SKCTPalMPaMUHbIE TBUTAaTEIbHbIE PACCTPONCTBA,
BbIpaKCHHAsI MbIIIEYHas aTpopusi, PacuuKyIAIUH.

OtnenpHble KIMHAYECKUE posiBieHns PC ¢ pa3nnyHOl 4acTOTOM BCTPEYAIOTCS B

ne0roTe U B pa3BepHyTOH (haze 3a001eBaHMS.

MeToabl JHArHOCTUKH

Bcem nanuentam ¢ 18 net ¢ nogo3penueM Ha PC uist paHHEro noaTBepKIaeHUs

JIMarHo3a ucnojib3oBanue kputepueB MaxJlonansaa (penakius 2017 rona).
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VY Bcex manuenToB muafamie 18 net ¢ nogo3penremM Ha PC pu oTcyTcTBUUA

sHIIe(aTonaTr/o01meMo3roBo CUMIITOMATUKH B JIe0I0TE

ucrnois3oBaHue kpurepueB Mak/lonanbna (pegaxuus 2017 roga).

Kpurepuu amarHoctuku PC, MakfloHansa, moamdukauua 2017 roaa

Yuco obocTpennii

YHCI0 «CHMITTOMHBIX» 0MATOB

JlononHuTeEILHBIE TaHHBIE,
HEOﬁXO,-'IHMI:IE A8 YCTAHOBJIEHHA
auarnosa PC

2 u bojiee 2 1 Dosee He TpedvioTcs
2 u bosee | ouar B HacTOAILEE BPEMSA H HAJIMUHE B aHAMHE3E He TpebyroTcs
BTOPOIO 0vara JApyroi JIOKaJIH3alnH,
TIOATBEPH/ICHHOIO JIOKYMEHTAJIBHO,
2 u bosee 1 QUCCEMHMHALNA B IPOCTPAHCTBE

(HoBoe obocTpeHue ¢ Apyrof
JloKaju3anmMeid ouara Wiu
JMCCeMUHAIMA B
NPOCTPAHCTBE M0 JaHHBIM

MPT)

2 u bonee

JUCCeMHHALMA BO BpeMeHH (HoBoe
obocrpenne win ganaeie MPT wmn
HaJIMMNE OJIMTOKIOHAIBHBIX
HMMYHOT7100YJIMHOB B

LICK)

AHCCEMHHALHMA B IIPOCTPAHCTBE 151
JIMCCEMHHALMA BO BPEMCHH

Bceex manmentoB miaame 18 net ¢ nogo3penueM Ha PC nipu Hanuuuun

sHIIe(aonaTr/o01eMO3roBOM CUMIITOMATUKH B JIE0IOTE JIJIs MOATBEPIKICHUS

nuartosa PC ncnionb3oBanue kpurepueB MexayHapoIHON TPYHIIbI 10 U3YYEHHIO

ACTCKOTI'O PACCCAHHOI'O CKIICPO3a.

JlaGopaTopHble uccjaeI10BaHUS

Bcem nmanmentam ¢ nogospenrem Ha PC pekomeHayeTcs Ha3HavyaTh CIEIYIOIINe

na60paTopHLIe AHAJIU3bI AJIA UCKIIOYCHHA COIIYTCTBYIOIINX 3a00J1eBaHUl U

OnpeesIeHNs] BO3MOKHOCTU Ha3HaueHus nocuenyromein tepanuu [IMTPC.

- OOt (KIMHUYECKUI) aHAIU3 KPOBH Pa3BEPHYTHIN;

- AHanu3 KpoBH OMOXMUMHUYECKUH OOIIEeTEpaneBTUYECKUI, UCCIIEIOBAHNUE YPOBHSI

C-peakTUBHOIO O€Ka B CHIBOPOTKE KPOBHU, UCCIIEIOBAHUE YPOBHS (PUOPHUHOIEHA B

KpPOBH, UCCJICIOBAHNE YPOBHS OOIIIETO KaIbIUS B KPOBU;
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- UccnenoBanue ypoBHs TupeotpornHoro ropmona (TTT') B kpoBu, uccienoBanue
YPOBHSI CBOOOAHOTO TUPOKCHHA TUPEOTIEPOKCUIA3€ B KPOBH, UCCIEAOBAHUE
YPOBHSI THPEOTTIO0YIMHA B KPOBH.

- OOt (KIMHUYECKUI) aHAIU3 MOYU U MUKPOCKOITUYECKOE HCCIIEIOBAHNE
ocaJika MOYH;

- Onpenenenne antuten kiaaccoB M, G (IgM, IgG) k Bupycy nmmyHonedunnra
yenoseka BUY-1

(Human immunodeficiency virus HIV 1) B kpoBu, onpejienieHue aHTUTEN KJIaCCOB
M, G (IgM, 1gG) x Bupycy nmmynoaeduiuta genoreka BUY-2 (Human
immunodeficiency virus HIV 2) B kpoBu, onpenenenue antureta (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B kpoBH, ornpe/iejieHue aHTUTEI K TOBEPXHOCTHOMY
antureny (HBsAg) Bupyca renatura B (Hepatitis B virus) B kpoBu, onpeneneHue
aHTUTEN KJaccoB K simepHomy anTureny (HBcAg) Bupyca renatuta B (Hepatitis B
virus) B KpoBH, onpenenieHne antuten K supycy remarura C (Hepatitis C virus) B
KpOBH, OIpejielicHue aHTuTel K 0neanoi tpenodeme (Treponema pallidum) B
HeTpenoHeMHbIX TecTax (RPR, PMII) (kauecTBEHHOE U MOTYKOIUYECTBEHHOE
HCCIIEIOBAHUE) B CBIBOPOTKE KPOBH;

- Onpenenenue coaep:KaHus aHTUTEN K aHTUreHam siapa kietku u JJHK.

- [Tanmentam ¢ nogo3penneM Ha PC, npu Hanv4nu NpU3HAKOB, 3aCTABIISIOIINX
BKJIIOUHTH B TP depeHITNaNTbHBIA CyOKOPTUKAIBHBIMU MH(DAPKTaAMU U
neiikosHuedanonarueit (CADASIL), ¢ uensto npoBeaeHus AuddepeHuuaibHOro
JIMarHo3a peKOMEHIyeTCsl Ha3HayaTh MOJIEKYJIIPHO-TEHETUYECKOE HCCIIEJOBAHUE
myTanuu rena NOTCH3.

- [Taruentam ¢ nopo3penriem Ha PC, mpu HanWM4uK NpU3HAKOB, 3aCTABIISIOIINX
BKJIFOUHTH B AU depeHIInanbHbIA quardo3 ne@uiut sutamuna B12, ¢ nensio
npoBeneHust 1 PpepeHIaIbHOro Juario3a peKOMeH 1yeTcsl Ha3HayaTh
onpeneneHre ypoBHsa ButaMuaa B12 (nnaHokobaiaMuH) B KPOBH.

- [Tanmentam ¢ nogo3penrem Ha PC, mpu HanmM4Yuu Npu3HAKOB, 3aCTABIISIFOIITNX
BKJIIOUHTH B TUPPepeHIINaNbHbIA JUATHO3 MPOTPECCUPYIONIYIO

MyJIbTH(POKATHHYO Jieliko3HIepanonatuto (IIMJI), ¢ nensto npoBeaeHMs
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nudpepeHnnansHOTO JUarHo3a peKOMEHIyeTCsl Ha3HayaTh aHAIN3
CITMHHOMO3TOBOM JKUJIKOCTH METOI0OM TMojuMepasHorenHoi peakuuu (I1L[P) Ha
Hanmnuue JC-Bupyca.

- [TatmenTam ¢ mogo3penreM Ha PC, npu HaIu4uu NpU3HAKOB, 3aCTaBIISIOIINX
BKJIIOUUTH B TUPPepeHIInaNbHbIA JUarHo3 3a00JeBaHus CIIEKTpa
ontukoHeipomuenura (3COHM), ¢ niensio npoBeneHus audpepeHIuaILHOro
JIMarHo3a peKOMEH IyeTCsl Ha3HAayaTh aHAJIM3 Ha aHTUTENA K aKBallOpUHY-4 B
KpPOBH.

- [TatmenTtam ¢ mogo3penureM Ha PC, npu HaIW4uKM NPU3HAKOB, 3aCTaBIISIOIINX
BKJIIOUUTH B TU(dHepeHIIHNATbHBIN TUarHO3 CUCTEMHBIE 3a00I€BaHUS
COCIMHUTEILHON TKaHU, C IEJIbI0 MpoBeeHus AU HEepeHIINaTbHOTO JUarHo3a
PEKOMEHIyeTCsl Ha3HauaTh OMPEACICHNUE COJICpKaHUs aHTUTEN K aHTUTeHaM siJipa
kietku u JIHK u onpenenenue conepkaHus aHTUTEI K DKCTPArupPyEMbIM SIACPHBIM
AHTUTE€HaM B KPOBHU.

- [Taumentam ¢ mogo3penreM Ha PC B kauecTBe JOMOJHUTEILHOTO METO/1a
noATBepxkAeHUs quarno3a PC pekoMeHayeTcsl Ha3Ha4YaTh MapHOE UCCIIEI0BAHUE
OJINTOKJIOHAJIBLHBIX KMMYHOTJIOOYJIMHOB Kjacca IgG ¢ ycraHoBiIeHHEM THITA
CHHTE3a B CBIBOPOTKE KPOBH M CIIMHHOMO3TOBOM KUKOCTH.

- [Tanuentam ¢ nono3penriem Ha PC B kauecTBE JOMOJHUTEIBHOTO JIAOOPATOPHOTO
MeToJa NoATBepkAeHus quarHo3a PC pekoMeHayeTcst MpoBECTH MapHOE
HCCIIeIOBAHUE KOHIIEHTPAIUU CBOOOIHBIX JIETKUX LIETIEH MMMYHOTJIOOYJIMHOB
karma (k-CJIL) u uaaexca cBOOOHBIX JIETKUX LIeTIel MMMYHOTTIO0YJIMHOB Kamma B

CBIBOPOTKE KPOBH U CIIMHHOMO3IOBOM KNIKOCTH.

NucTpyMeHTaIbHBIE METOAbI 00C/I€10BAHUSA

Bcem nanuenram ¢ nopo3penueM Ha PC pekomennyercs nposenenne MPT
TOJIOBHOI'O MO3ra Y IIEMHOTO OT/AEJIa CIIMHHOTO MO3ra ¢ KOHTPACTUPOBAHUEM JIs

UCKJIFOUEHHUS MHOM IPUPOABI HEBPOJIIOTMUECKOTO 3a00JI€BAHMUS, a TAKKE IS
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YCTAHOBJICHHA COOTBCTCTBHUA IIPOLHCCCA KPUTCPUAM JUCCCMHUHAIINN B

MMPOCTPAaHCTBC U BPCMCHU.

[Tanpentam ¢ nono3penrneM Ha PC 1 HalMumeM KIIMHUYECKUX CUMIITOMOB
MOPaKEHUSI CIIMHHOTO MO3Ta WM PaJAUOJIOTMYECKUX ITPU3HAKOB ITOPAXKEHHUS
T'OJIOBHOI'O MO3Ta, HE YIOBJIETBOPSIOIINX KPUTEPUAM IUCCEMUHALINN B
IIPOCTPAHCTBE, PEKOMEHAYETCS JOIOIHUTEIBHOE ITPOBEICHUE MATHUTHO-
PE30HAHCHOM TOMOrpaduK CIMHHOTO MO3ra ¢ BHYTPUBEHHBIM
KOHTPAaCTUPOBAaHUEM (ILIEHHBINA OT/IEN) C eJIbI0 CHUKEHHS pUCKA OIIMO0YHOTO
JIMarHo3a U KpUTEpUaIbHOTO IOATBEPKACHUSA BO3MOXKHOTrO nuarHosa PC.
BrlosIHEHHE MArHUTHO-PE30HAHCHON TOMOTpa(uu COMHHOTO MOo3ra (rpyIHOU U
NOSICHUYHBIN OT/IEJIbI) PEKOMEHYETCsI IPY MTOJA03PEHUH Ha JOKAIM3ALUIO 04ara B

3TUX 00JIaCTAX.

[Nanimentam ¢ mopo3penuem Ha PC crapie 40 ner, ¢ Hecnienuduueckumu
Haxoakamu Ha MPT rosoBHOTO M03ra, pEKOMEHAYETCS JOTIOTHUTEIBHOE
MIPOBEICHNE MarHUTHO-PE30HAHCHON TOMOTpauu CIUHHOTO MO3Ta ¢
BHYTPUBEHHBIM KOHTPACTUPOBaHUEM (IIIEHHBINA OT/IEN) C LIENbI0 CHHXKEHUSI pUCKa

OLIMOOYHOTO AUArHo3a U MOATBEPKIECHUS BO3MOKHOTO Auarnosa PC.

[Tarmentam ¢ nogo3penueM Ha PC, y KOTOpBIX NpU OJHOKPATHOW MAarHUTHO-
PE30HAHCHOM TOMOTpad¥u TOJIOBHOTO MO3Ta HE YIaJI0Ch YCTAHOBUTH
COOTBETCTBUE KPUTEPUAIM JTUCCEMHUHALIUU B IIPOCTPAHCTBE U BPEMEHH,
pEeKOMEeH1yeTCsl Ha3HaueHue MOoBTOpHOM MPT ronoBHOro mMosra mjis OLieHKU

AUHAMHKH U1 COOTBCTCTBUA KPUTCPUAM JHATHOCTHUKHU PC.

[Tarmentam ¢ nogo3penuem Ha PC nipu BeimonHenun MPT uccnenoanuii
peKoMeHayeTcs: opopMIICHHE CTPYKTYpUpPOBaHHOTO ipoTokojia MPT 3akimrodenus,
B TOM YHCJIE C LUEbI0 OLCHKUA TMHAMUKUA 0YaroB, CONMOCTABJIECHUS KPUTEPUSIM

JUCCEMHUHALINN B MECTC W/UIU BO BpPCMCHHM.
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[Tarmentam ¢ nono3penreM Ha PC, npu HalM4Mu CUMITOMOB HEBPUTA
3pUTEIBHOrO HEPBA B HACTOAILIMKA MOMEHT WM B AHAMHE3€, B KAUECTBE
JOTIOJTHUTENBHOTO METOIA UCCIIEIOBAHUS PEKOMEHY€ETCSl HA3HAUCHUE
ONTUYECKOW KOT€PEHTHOU ToMorpaduu riasza 1jsi onpeaeaeHus

HNCTOHYCHUA CJIOA HCPBHBIX BOJIOKOH M CJI0S I'AaHI'TIMOHAPHBIX KJIICTOK CCTYATKH.

HNHbIe TMarHocTHYECKHE NUCCIeI0BaAHUS

VY nauuenToB ¢ nono3penreM Ha PC nmpu HaIM4uu CUMIITOMOB HEBPUTA
3pUTEIHLHOrO HEPBA B HACTOSIIIMMA MOMEHT WJIM B AaHAMHE3€ B KAUYECTBE
JIOTIOJIHUTEIIBHOTO METO/A UCCIIEIOBAHUSI PEKOMEHIYETCS UCIIOIb30BATh
JIOITOJIHUTEIIbHBIE UHCTPYMEHTAIIBHBIE METO/IbI JUATHOCTUKH:

perucTpaus BbI3BaHHbBIX MTOTEHIIMAIOB KOPbI TOJIOBHOIO MO3Ta OJTHOU
MOJIAJILHOCTH (3PUTEINIbHBIE), MATHUTHO-PE30HAHCHASI TOMOTpadust TIa3HULIBI 115

06T)CKTI/IBI/138,HI/II/I O304 3PUTCIIbHBIX HapymeHI/Iﬁ.
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