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* OHOM M3 NPUYUH CUMIITOMATUYECKUX SIUJICTICUU,
PE3UCTEHTHBIX K MPOBOAMMOM AHTUIITHUIIEIITUYECKON
TEPAIIUU ABJIAOTCI HEAUATHOCTUPOBAHHBIE
XPOHUYECKHUE DHIC(ATUTHI M MEJICHHBIC NH(PEKIUH,

JUHAYECKAs KAPTUHA KOTOPBIX B MOCIICIHUE TO/IbI
3HAYUTEIILHO MOAU(bMLIMPOBAIACh (Yallle CTaIM
BCTPEYAThCS JATCHTHBIC U CTEPThIC (DOPMBI)

* Ha cerogHsIIHUM J€Hb YCTAHOBJICHO OOJIBILIOE
3HAQYECHHUE Ay TOUMMYHHBIX IIPOILIECCOB B PEAKTUBHOCTH
[HHC, mo naHHBIM psijia aBTOPOB B TOM WJIM MHOU
CTCIICHHA BOBJICUCHUE ayTOUMMYHHBIX MEXaHU3MOB B
TEUECHUE XPOHUYECKUX U MeIEHHbIX HM niponcxomur
nout B 100% cirydaeB (Tak, Ipu XpOHUYECKOM
o4aroBoM sHIepannte PacMycceHna qokaszan
ayTOUMMYHHBIM I'eHe3 3a001eBaHUs - 00pa30BaAHUE
AHTUIITyTaMaTHBIX ayTOAHTUTEI).



DHIIC(AJIUT - 3a601MeBaHNE TOTOBHOTO MO3Ta
BOCITAJIMTEIILHOIO XapaKTepa ¢ pa3BUTHEM
MH(EKIIMOHHOTO WJIM HH(PEKIIMOHHO-AJJIEPTUYECKOTO
npoliecca, 00yCJIOBICHHOIO BUPyCcaMH (Yallle),

"_GaKTepHHMH, IIpUOHAMH, a TaKKe (POPMOM C
Hens3BeCTHBIM Bo30ynuTesneM (A.C. Ilerpyxun, 2008).

e /5% sHIe(aIUTOB BOZHUKAIOT B JIETCKOM BO3pacTe.
BupycHble 3HIIe()aanuThl Y I€TEH UMEIOT
MYJIBTH(AKTOpHATBHY OIPUPOAY C HACICACTBEHHOM
IPEaAPacHoI0KEHHOCThIO CO CTOPOHBI T€HOB
MMMYHHOTO peryiaupoBanus yeioBeka HLA kmacca II.

e BepuduuupoBars Bo30yauTes yga€rcs Jauib B 70%
cioy4daeB (IILIP, MDA, BU Ha )XUBOTHEBIX).

e JleraigpHOCTh BbICOKAS - 10-20%.



Knaccudukanms

B CBsi31 C CIIO)KHOCTBIO KJIaCCU(PUKALIUM SHIIE(DATUTOB 110
3THOJIOTUHU MPUHATO JCIUTH dHLE(PATUTHI II0 MEXaHU3MY
MTOBPEKAAIOIIETO JCUCTBUS HA MO3TOBYIO O00JI0YKY Ha:

e IlepBuuHbIC 3HH€§)&HI/ITI>I (KJIEIEBOM, TEPIIETUYECCKUH,
+ AMUACMUYCCKUN IKOHOMO )

e BTropuuHbie SHIIEPATUTHI (IPU SK3aHTEMHBIX HHMEKIUAX: KOPb,

KpacHyXa, BETPsIHAs OCIMa; TOCTBAKIIMHAIBHEIC)

OO1Ienpu3HaHHBIM SIBJISIETCS TAKKE JACICHUE Ha:

e BupycHsbie

e MukpoOHbIE

A Takxe Ha (POPMBI:

e ( HM3BECTHBIM BO30YIUTEIIEM

e (C HEH3BECTHBIM BO30OYIHUTEIEM

AHATOMHUYECKOE JICTICHUE:

o MeHI/IHI‘O3HIIe)a)aJII/ITI>I

e DHIle(aTOMHUETUTHI U MPOY.

[To dhopMe mopakeHus BEIIECTBA TOJIOBHOIO MO3ra Ha:

e [lonnosHuEdamuTel

e JlenkosHIEDATUTHI

e [lansHIIE(ATIUTHI

[To ynciy 3a001€BarOIIUX:

e OIUJIEMHUYECKUE
e (Crnopaauyeckue



OnpenenaeHue NepBUYHBIX M BTOPUYHbBIX
SHIIEC(PATUTOB

[lepsuunvie snyeganumol - MEXaHU3M BO3CUCTBUS -
HEIOCPEICTBEHHOE IIOBPEKICHUE BUPYCOM HEMPOHOB,
9HJIOTEIHNS COCYIOB U 000JIOUEK MO3Ta, MPUBOSAIIEE K
HEKPOTHYECKOMY (PHIE(PATOKIACTUYECCKOMY )
IIOBPEKICHUIO MO3ra.

Bmopuunvie snyeganumol - mopakeHUE MO3ra
OIIOCPENOBAHHO U IMPOSABIAETCS YEPE3 Ay TOUMMYHHYIO
aTaKy MUEIMHE3UPOBAHHBIX CTPYKTYpP MO3Ta,

3HJIOTENNUA COCY/IOB, HEUPOTIINY
Pa3BUTHEM OCTPOU IIEPUBACKY.JI
JTEMUEIIUHA3 AL,




K Bompocam Kjaccuukanuuu 3HIICPpaaIuToB

e HI, xoTtopbie MOTYT IPUHUMATH XPOHUUYECKOE TCUCHUE:

"J(HGHIGBOI\/’I (BEeCEHHE-JICTHHUI ) SHIIC(ATIUT,
AMUACMUYECKUN (DKOHOMO), SITIOHCKUM (KOMapHUHBIN ),
sHIe(hanuT npu BUY-undeknmn, kopu, KpacHyXe,
apOTHUTE, BETPSIHOW OCIE, TUM(OIATAPHBIN
XOPUOMEHHUHTHUT U JIp.

e Mennennrsie HU: momocTpriv CKIEPO3UPYIOIIUN
MaHAHIIE(DATIUT, PACCEIHHBIN CKIEPO3, KypY, CKPEIIH,
oosie3ub Kpentndenpaa-Axkoda, aMuoTpodudecKkui
JIEUKOCIIOHTHO3 (BBI3BIBAIOTCS IIPUOHAMM ), BUCHY,
aJCYTCKYH 00JI€3Hb HOPOK M JIp.



Teuenne HEMPOUH(DEKIUM

OcTphle HHPEKINN UMEIOT OOBIYHO OYpHOE HAvyal0, BO3ZHUKAIOIYIO
Ha 2-3 JICHb BBIPAKEHHYIO HEBPOJOTHYECKYH) CUMIITOMATHKY,
MOJ0KUTEIbHYIO JUHAMHUKY 4epe3 1-2 Mecsia 1100 B TSKEIbIX

‘|07nyqa;1x JeTaJIbHBIN UCXO/I.

[Ipn XpoHNYECKOM MH(PEKIINKU HAOIIOAACTCS NEPCUCTEHITNS
MHUKPOOPraHMU3Ma, Yallle BUpyca, C OJJTHUM WJIM HECKOJIBKHUMHU
CUMIITOMaMH 3a00JI€BaHUs, PA3BUTHUEM ITATOJIOTUYECKOTO
porecca ¢ nepruoiaMu 000CTPEHUN U PEMHUCCHM.

JlarenTHass MTHPEKLMS XapaKTEPU3yeTCsl COXpAaHCHHUEM arcHTa B
opraHu3me 0€3 BhIPaOOTKH MH(MEKIMOHHBIX YaCTHIL UIIH C
PENPOAYKIIMEH 1 BBIJCICHUEM BO30OYIUTEINS BO BHEIIHIOK CPEY.

Mennennas nHQEKIU - IEPCUCTCHIUS areHTa, IPU KOTOPOU UMEET
MECTO MHOTOMECSYHBIN MJIM MHOTOJIETHUM MHKYOAIIMOHHBIN
[IEPUO/I, & IOCJIE HETO MEJIEHHO, HO HEYKJIIOHHO pa3BUBAIOTCS
CUMIITOMBI 3a00JIEBAHHUS, BCETA 3aKAHYMBAIOIIECTOCS JIETAJIBHO.



OcobenHoctu Teueunsa HU

Ocobennocmu meuenus ungexyuil 6 L{HC onpedensiromcs
UMMYHOJIO2UYECKOU "npusuiecupo8anHocmsio”,
HAMOMUYecKou 060cobleHHOCMbIO M0324d, 8
YACMHOCMU:

® B BOBMOXHOCTHU MCCTHOI'O CMHTC3a CHCHI/I(l)I/I‘ICCKI/IX
I/IMMYHOFJ'IO6yJ'II/IHOB, OUTOKHNMHOB U KOMIIJICMCHTA

® B HAJIWYHUHU CICHU(PHUICCKUX PELENTOPOB HA KIIETKaX
MO3Ta K pALY MUKPOOPraHU3MOB

® B OOJIBIIIOM 3HAYCHUM ayTOMMMYHHBIX ITPOLIECCOB B
peaktuBHOCTH [[HC

® B CKJIOHHOCTH K IIEPCUCTCHIIUN BO30yaUTEIICH
PA3JIMYHBIX KJIACCOB (IIPEUMYILECTBEHHO BUPYCOB)



Ha cerogHANIHUN J€Hb YCTAHOBIIEHO, YTO DJIEMEHTHI
MMMYHHOI'O OTBETA, CBA3AHHBIE C TCUCHUEM AJUICPTUH,
BHOCSAT BaXXHBIM BKJIAJI B IATOT€HE3 Ay TOUMMYHHBIX
3a0ojseBanui (Pedotti R., De Voss J.J., Steinman L.,

—Galli S.J. 2003).

MMMmyHOIOrndeckue 3pMEeKTOpHbIE MEXaHU3MBI U
MEIUATOPbI, KJTACCUYECKHU CBSA3aHHBIE C T-xemmep2
OTBETOM, TaK>K€ MIPUHUMAIOT y4aCTUE B ITATOTCHE3E
KCIIEPUMEHTAIILHOIO ayTOMMMYHHOIO SHIIC(aanTa U
PC, 1.e. 3a00JI€BaHMi1, KOTOPBIC SABISIOTCS
KJIaCCUYE€CKUMHU ITpuMepamu T-xemnrep 1 -
OMOCPEIOBAHHBIX ayTOMMMYHHBIX OOJIE3HEH.

[IpakTHyeCKHil BBIXOJ OTUX JAHHBIX: MEIUATOPHI U
MEXaHU3MbI AJUICPTUYECKHUX IIPOIIECCOB, B TOM YHCJIE,
MOT'YT NPEACTABIIAThL COOOM MUIIICHU JIJIS JICYCHUS
ayTOUMMYHHBIX 3a00JICBaHUM.



MNMMyHOJIOrH4eCKHUE METOIbI
MCCJIeN0BaHUS IIPH dHIEhaTUTaX

e YpoBeHb UMMYyHOIIOOYIUHOB G, A, M, E

MUK (MupKyIupyronue KMMYHHBIE KOMILJICKCHI)
NMMyHO()EHOTUITMPOBAHUE JTUM(POILIUTOB
Kommnementsl C3, C4

AHTHUDOCHOIUITNIHBIC AHTUTENA

Aytoantutena Kk JIHK, aHTHHYKI€apHbIC aHTUTEIA;
Ceponornyeckoe tTunupoBanue HLA

[TIIP HLA- reHoTuniupoBaHus

HccnenoBanne Ha aHTUTAHITIMO3MIHBIE ayTOAHTHTENA
IgM u IgG (acuano-GM1, GM1, GM1b, GQ1b, GD1b)
IIpHU BOBJICUYCHUHU NEPUDEPUICCKON HEPBHOM CHCTEMBI
e Toll-like perentoper TLR3, TLRY — crienudpuynbie 1714
BupycHeix PHK, TLR2, TLR4, TLRS, TLR7 —mis
MHUKPOOHBIX KOMIIOHEHTOB




KnenieBou 3HIIEPaIUT — XpOHHU3ALHS

Exxeromno B Poccum peructpupyercs 6osee 1000
‘ CJIy4aeB KJIEIIEBOro YHIe(haInTa.

XpoHudeckui repruos KD MokeT codeTrars CHHAPOM
XPOHUYECKOIO ITOJOCTPOro IMOJHUOMUEINTA -
KJIMHUYECKH MPOSBIISICTCS HapaCTAOIIUMMU
aTpOo(PUUYECCKUMU Mape3aMy KOHEYHOCTEM,
PEUMYIIIECTBEHHO BEPXHMX.

OCHOBHOM KJIMHUYECKOU (POPMOM XPOHUYECKOTO
nepuojia 3a00JICBaHUS SBJISICTCS KOKEBHUKOBCKAS
SMUJICTICHS, OITMCaHHas no4dTH 3a 40 JeT 10
NOSIBJICHUS MEPBBIX padoT no K3.



Onuiaencus KoxeBHUKOBA

Onunencus KoxxeBurnkopa (OK) nipeacrasisier
[IOJINATUOJIOTUYHOE 3a00JI€BaHHUE,

IPOABIIAIOIICCCA CUMIITOMOKOMIIIICKCOM.

00IUCAMHBIM A619emCcsl NOCMOAHHbLU
MUOKIJIOH)C, 00bIYHO coqema;omuilc;z C
¢0KCZJZbelMM MOMOPHBIMU, 6MOPUHHO-
cCHepalUuU306AHHbIMU nuienmuiecKumu
npucmynamu U odaco6sbiMu
HeepoJjiocUudeCKuUmMu cumnmomamu

CunoHuMbl: KOX€BHUKOBCKAsI AIUJICIICHS,
epilepsia partialis (sive corticalis) continua,
policlonia epileptoides continua, cuaapOM
KoxxeBHUKOBaA

B 1894 200y poccutickum Hesponio2om npodyeccogam Anekceem
AHrosnesuuem KootceBHUKOBbIM 8nepable 8 Mupe 0bliad ONUCAHA ljpilepsia
partialis continua. H. ®@.Qunamos npeonodicun Hazsanue IK, 6 40-x 2.2.
ObLIA NOKA3AHA CB53b C KAeUe8blM IHYeDarIumom



Onuiencusad KoxkeBHUKOBA

«..coqyemaHue 2eHepariu308aHHbIX

anuenmu4yecKkux rnpucmyrios ¢
OCMOSIHHbIMU KITOHUYEeCKUMU

cydopoz2amMu 8 cmpoz20o
oripeoerieHHbIX Yacmsx mersa. Y13
3MUuX NMOCMOSHHbIX Cyoopoe
paseuearsiucb: murnu4yHbIe 5
OXXEKCOHOBCKUE rpurnaoku 8 00OHOU
rlosio8UHe mersia u
8biWeyrnoMsaHymeie obuwiue
rpunaoku, pa3susasuWilecsd makxe
110 OXKEKCOHOBCKOMY murly.. .»

OTEUYeCTBEHHBIE YUEHBIE YKA3BIBAIN HA



Otnonorus IK (Walker & Shorvon B 1996 r.)

[lepeOpaibHbIE HEOMIa3Mbl: METACTa3bl, ACTPOLIUTOMA,
OJIMTOJICHIPOTINOMA, KapIIMHOMATO?3

KoprukanbHbIE qUCILIA3UN

H(PEKIIMOHHBIE MMOPpAKEHU MO3ra ¢ Macc-3pdekTom: adbcuecc,
TyOCpKyJIoMa, F'yMMa

DOHLE(aIUTEL: PYCCKUH BECEHHE-JIECTHUM KJICIEBOM YHIIEC(PaIINT,
XpPOHUYECKHUH JHIIe(anuT PacMycceHna, BUpyCHBIE SHIIE(DATUTHI,
MEHHHTO3HIIE(PaTUThI, IUCTUIEPKO3, TPAHYJIEMATO3HOE 3a00I€BaHUE,
MUTOXOHIpHaJIbHbIC [UTONATUH

CocyaucTtelie [JOPaKEHMUS MO3ra;_apTepHUOCKIECpPO3, SIMOOJIHS,
KOPTHKAJIBLHBIM BEHO3HBIM TPOMOO03, BHYTPUMO3TOBOE KPOBOUBIUSIHUAE

TpaBMmarnyeckoe MopaxEeHUe MO3ra: IMOCTTpaBMaTUYECKast KUCTA,
cyOaypalibHasl remMaroMa, SIuaypaibHas réeMaToMa, BHYTPUMO3TOBas
rématomMa

ITopaskeHue rod0BHOIO MO3Ta, BLI3BAHHOE JICKAPCTBEHHBIMU
npenaparaMu: MEHUIWILIMH, a3JIOMUIIICH, 1Ie(DOTaKCUM, METPU3aAMHU

N uomnarnueckasa DK



KnemeBoi sHIEhaInT

B nocneonue 200vl meuernue xieue6020 snyehaiuma

npemepneilo USMEeHEeHUA.

e OTHOCHUTEIBHO PEJIKO CTaJIM HAOIIOAAThCS TAKEIIbIC
~'¥GTI/IHI/I‘ICCKI/I€ (GOopMBI OCTPOTO MEepUoaa

Bexkrop Tsxectu KO ¢ «3amama Ha BOCTOK» U3MEHMIICS
— TsKEIBIE (DOPMBI BCTPEYAKOTCS U ONnke K EBpore

B To ke BpeMs KaKylascs JOOPOKaY€CTBEHHOCTD
OCTPOI0 MEPHUOAA UIIH JAKE €TI0 OTCYTCTBUE HE
MCKJIFOYAET Pa3BUTHS B JAIIBHEHUIIIEM KOKEBHUKOBCKOU
SMUJICIICUHU U aTPO(QUUECCKHUX MapaIndcu

Crepras hopma KIIaCCUUYECKU XapaKTEePU3yeTCs
HENPOAOIKUTEIbHOMU (2-4 CYTOK) JIMXOPAJIKOM,
OTCYTCTBHEM HEBPOJIOTUUECKON CUMIITOMATHKH,
TaXUKapAUeu, NHOTIAa apTePUATbHON TUIIEPTEH3UEN —
BCE MEPECUYNCICHHBIE CUMIITOMBI MOTYT OTCYTCTBOBAaTh
Ipy CyOKIIMHUYECKHX BapraHTax 3a00JICBaHUS



1.
2.

JImarHocTtuka B ocTpom 1epuoje K9
OnuaaHaMHE3: HaJIu4ue MECTa YKyCa Wi NOTpEOICHUE

CbhIPOI'0O MOJIOKA
Oc00eHHOCTH KIMHUYECKOIO TEUEHUS

3. | Ceponoruueckoe uccienopanue (BoisiBiicHue AT K

A

W DN —

N

npycy KO merogom UDA). OnpeneneHue ypoBHS
aHTATEeN K BUpYyCy KO B IMapHBIX CHIBOPOTKAX KPOBH H
HCX. Peakuun PCK, PTTA, PIIT'A, PH
JInarHoCTUYeCKUM ABIIsIeTCS HapacTtanue turtpa AT B 4
pasa
MAarHOCTHKA B XpOHUYECKOM Iepruoae KO
JlaHHbIC aHAMHE3a

. Kitmanueckas kapTuHa
. MPT: nud@dy3HbIe KOPKOBO-IIOJAKOPKOBBIE

aTpo(PUUECKUE UBMEHEHHS CO BTOPUYHOM
BEHTPUKYJIIOMETAJIMEMN, CTAIlMOHAPHBIN XapakTep
HApPYIIECHUU

D3OI — TuarHocTuka dIUIJIENICUU

. JJabopaTopHbIE UCCIEIOBAHUS (L&((%K): ITOBBIIIICHUE

TUTpaA aHTUTEN K OeJIKaM BUpYyca



Jleuenune n npodunakruka K93

JIns cieruruyecKoro JieueHrs MPUMEHSIOT TPOTUBOAHIIE(DaTUTHBIN
TOHOPCKUH KMMYHOIIIOOYIUH (B/M 1m0 3—6 M1 1 pa3 B cyTku 3 aHA
HOAPSI, P TSIAKEIOM TECUCHUH Pa30BYIO J03Y MOKHO YBEIUYHUTH JI0
1932-12 MJI ¥ BBOJUTH IIpenapaTr BHYTPUBECHHO)

[IpuMEHSIOT 3alIUTHBIE KOMOMHE30HbI, 00YBb, PEIECIUICHTHI

OCMOTpBI C YIAUIEHUEM U YHUUTOXKECHUEM OOHAPYKEHHBIX KIICIIEH -
CHATBIX KJICIIEH HE PEKOMEHAYETCS pa3JaBiInuBaTh MajbllaMuy, TaAK KaK
BUPYC Pa31aBJICHHOTO KJIEI[a MOXET MTONACTh HA PAHKY WJIU TPEIIAHY
KOXU

B ciayyae oOHapy keHHs IMIPUCOCABIINXCS KICHIEH MOCE UX YIAJICHUS
IPUMEHSIOT CIICU(PUUCCKUI TOHOPCKU UMMYHOTJI00YIUH

Cnemuduyeckas npopuiiakTHKa TPOBOAUTCS 110 SUAECMHUYECCKUM
IokazaHusIM 3a 1—1,5 Mecs1a 10 ce30Ha akTUBHOCTH KJICICH —
BAaKI[MHALIMS, UCITOJb3YIOT MHAKTUBUPOBAHHYIO WJIHA KUBYIO
aTTCHYUPOBAHHYIO BAKIIUHY

Hecnemuduueckas npoduiiaktuka - 0opp0a ¢ MKCOAOBBIMHU KIICIIAMH,
CpeICTBAa MHAMBHUAYaAJIbHOM 3aIUThI IPU HOXOAE B JIEC



Tepanus Kox€BHUKOBCKOM SITUIECIICUH

AnmonunenmuuecKkas mepanusi.

- Bajbnpoar 1000-2500 mr/cytku (30-80Mr/Kr)

- tonupamar 75-400 mr/cytku (4-10 MI/Kr/CyTKHN)

: J%FCTI/IpaHeTaM 1000-4000 mr/cytku (30-700 Mr/Kr/cyTKu)

. 0apOuTypatsl: heHoOapoOuTan (2-5 MI/Kr/CyTKH), FeKCaMUIUH
(10-15 mr/kr/cytku), 6eH30Ham (5-8 MI/KI/CYyTKH)

- parmoHalibHble KoOMOMHaUu: VPA+LEV, VPA+TPM, TPM+LEV

- kno0azam 5-30 mr/cytku (0,5-1 MI/Kr/cyTku) — B KOMOMHALIUH C
VPA, PHB

- KJIOHa3emaMm | MI/Kr/CyTKu M Aua3enam — IIpU CEPUMHOM U
CTaTyCHOM TE€UCHHUU

- nperadanuH (aupuka) 300-600 mr/cyTku
. KapOamazenuH, OKCKapOa3enuH, JaMOTPUIKHUH — C OCTOPOXKHOCTBIO

- TIpaneTam B go3e 10 1 mr/kr/cyt (makcumyMm 40r) npu

BHYTPUBEHHOM KanejabHoM BBejeHuu (10-20 nH(y3uil Ha KypC)
(Myxun K.IO. ¢ coagr., 2006).



JIupuka (mperadajauH): IPUMEHEHUE B
KJIMHAYECKOM MPAKTUKE

Ilokazanug

": B kauecTBe BCIOMOTraTeabHOIO CPEICTBA Y

B3pPOCIIbIX C IIapIUAIbHBIMU CYyIOPOTaMH,
COIIPOBOXKJAOIIIMMCS UJIH HE
COIPOBOXKTAFOLIIMHUCS BTOPUYHOU
reHEpaIn3ayeu

I IpoTHBONIOKA3aHUSI
— I MnepuyBCTBUTENBHOCTD K JICUCTBYIOIIEMY

BEIICCTBY WJIM JIOOOMY JPYroMy KOMIIOHEHTY
nperapara

— JleTckni U moApPOCTKOBBIN BO3pacT A0 17 ner
BKJIFOUUTEIBHO (HET JAHHBIX 110 IPUMEHEHUIO )

[100049HBIC YD DEKTHI

— HauOonee yacteie mo004YHbIE 3(PDEKTEI
rOJIOBOKPYKEHHE U COHJIMBOCTD




JInpuka (mperadajnH):

CHMIKAET 4aCTOTY OPHUCTYIIOB O0JIEe, YEM
Ha 60% Ha 1-o1 Henere neueHus, SPPeKT
coxpaHseTcs 0oJjiee 2,5 JeT

% CHUYKeHUA YacTOTEI NPUCTYIIOR B TeYeHue 1-1 Heje)Iu
(1 rpynna: Jupuka +6azucaere [1311, 2 rpynna: moranebo + bazucasre [1311}

* Pz 0,0001 v [Inaedo

[Tnaugdo Jupuka Jlupuka Jlspika
(n =100) 150 MIy/ eHE 300 MIy IeHs 600 Mxy HeHs
(n = 86) (n = 00) (n =80)

FrenchJA, Kugler AR, Robbins JL, Knapp LE, Garefalo EA. Dose-response trial of pregabalin adjunctive therapy in patients with partial seizures. Neurclogy. 2003;60:1631-1637
Data onfile. Pfizer Inc., New York.



JInpuka (mperadajanH):
OJIAaroNpUSTHBINA (PapPMaKOJIOTrHYSCKUM IPOPUIH

BricTpoe JOCTHIKeHHE BBICOKOH
BcacripaHue T . =1y4aca
T KOHI[eHTpaI[HH IpenapaTa B IIa3mMe

[10303aBHCHMOE YCHAEHHE
KAHHHYECKOro oTecra

®apMaKOKHHeTHKA JIuHelHaa papmMa KOKHHETHKa

[Ipvem npenapaTa 2 pasa B CYTKH, NOAOED XKAHHE
Bpemsa nosnyesiBeileHH A 6,3 yaca P P i P P Y ARD
NOCTOAHHOH KOHueHTDaUHH npenapaTa

JocTHzKeHHe paBHOBECHOTO BbICTpasa kOppekuua A03bl, MHHUMANbHbli
24-28 yacos

COCTOAHHA nepuoa THTPOBAHHA

CeaspiBaHHe ¢ DeTKaMH OTcyTCTBYET OTcyTCcTBHE NEKAPCTBEHHBIX B3AHMOEHCTBHI

IIpaKTHYECKH OTCYTCTBYET

MeTtabGonu3M B NeyeHH (<2%) OTCyTCTBHE rénaToTOKCHYECKOro ASHCTBHA
0

8% npenaparta Heo0xoaum noadop 00361 NpH NOYEYHOH
Brigenense moukaMH 9 perap A AvOp A P
B HeH3MeHHOM BH/le HENOCTATOYHOCTH

Bopofrera O.B. SdpeKTHEHOCTE HOB€AIIEr0 aH THKOHEBY/IECAHTa Nperabamila (JIMpHKka) B TEpaArmii pedpakTepHON
[TapLiiafIbHON TIUTIENICHHA. JleueH e HEPBHEIX DONIeSHell 2007, CTP. 21-26.
Brockbraderat el. AES zoo1.



Tepanus Kox€BHUKOBCKOM SITUIECIICUH

Jleuenue ochoeH020 3a001€6aHUSA:
. XUPYPTHUUYECKOE JICUCHHUE
‘|£OCYHI/ICTaH Tepanus
- ' HEUpONPOTEKTOPHAs Tepamus
+ KMMYHOMOYJISITOPEI
+ AMMYHOCYIIPECCOPEI
+ CTEPOUIHBIEC TOPMOHBI
- MIPOTUBOBUPYCHBIE MpPEapaThbl
- crienuuyeckas aHTHOMOTUKOTEpanus (adcrecc,
TyOEpKyJI0Ma, TYMMA)
. METa0OJIMYECKas Teparms

[Iporuo3: HeOJIAronpUsATHHIN - IIPOTPECCUPOBAHMUE,
WHBAJINANU3ALUS, JICTAIbHBIN UCXO/]



HenponpoTeKTOpHbIE MEXaHU3MBbI Y
PA3JIMYHBIX [IPENApPaTOB

e [I3uenenue memabonuzma psaoa HeupomeQuamopos u ux
CNOCOOHOCIU K 83AUMOOEUCMBUIO C MEeMOPAHHBIMU
peernmopaMu (akaTMHOJ, CEMaKC, A

e Heuipompoghuueckuii u Hetpomooynsimopuwli 3¢hghexmoi
(ruApoan3aThl MO3Ta: KOPTCKCUH, LIEPEOPOIU3HH,
[IepeopoIn3ar, ASUTAIaMUH, TUAPOIN3aThl KPOBHU:
AKTOBETMH, COJIKOCEPHII; TUMAIMH, ITIMAaTUJIMH, HHCTEHOH )

® Henocpeocmeennas akmusayus 3HepP2onpoOyKmMUGHbLX
npoyeccos 8 Heliporax (IUTOXPOM, IIMTOMaK, (PochoOroH U
€ro aHayioru, aeMudocdan)

® AHmUoOKCUOAHMHAS AKMUBHOCM®b, YOAIEHUE CB0O0OHbIX
paouxanos (ButaMuH E/Tokodeposi, OEMUTHII, TTTUATUIIHH,
KOPTEKCHUH, IIperapaThl COACPKAIINE CEJICH, [IUIIIH )

o CHudiceHue nompeoHOCmu HEUPOHO8 8 KUCIOPOOE 8 _

ycnosusax sunoxcuu. [logriuieHue yemouyusocmuy HelupoHa K
eunokcuu (onuden, A



HapymieHus BEICIINX IICUXUYECKUX (DYHKIIMN B
KCXOJI€ DHIIE(AINTA, BUPYC KOTOPOIO
[EPENACTCA KIEIIEM

° ' Enie B 1957 . Feemster R.F. otmeTnn B cxomne KD —
HapyIICHUS UHTEIICKTA, SIUJICIICUIO U HApYIIICHUS B
IMOIIMOHAIBLHO-IUYHOCTHOM cpepe

e [lomoOHBIC HapylIeHUs B Ucxoae KD oTMeueHsl y aeTen

M B3POCIIBIX, cTapiie S5 jeT, manueHToB (Lawton A.N.
et al., 1966)

e VY JIETEU OTMEYATIUCH HAPYIIIEHUS OT JIETKUX —
HapYIICHUS KPaTKOBPEMEHHON NaMITH, AS(PHUIIUT
BHUMAaHMs, TUIIEPAKTUBHOCTD, JIP. IIOBEACHYECKUE
Hapymenus (McJunkin J.E. et al., 2001) no 6onee
TSKENBIX HAPYIICHUW MHTEJICKTA U ITOBEACHUS

e Heo0xoaumo MpoBOAUTE COOTBETCTBYIOIIYIO
KOPPEKIIMIO HAPYIIECHUN



Tepanus KOTHUTUBHBIX PaCCTPOMCTB

e (OCHOBHOE€ HaIPaBJICHUE JICUEHUS - KOMIIEHCATOPHASA
Tepanus - KOPPEKIHI XOITUHEPTrUIECKOro JIe(PUIUTAa.

o JIpyroe HampapiaeHHE - HPUMEHEHUE aHTarOHHUCTOB
NMDA—penentopoB K riiyramary.

* B cocTaBe KOMIUIEKCHOM TE€panuy OMpaBIaHO
IPUMEHEHHUE HEUPOIIPOTEKTOPOB, CIOCOOCTBYIOIIEH
IIOBBIIICHUIO KU3HECOCOOHOCTH HEHPOHOB U
HEUPOHAIBHOM TNIACTUYHOCTH, & TAKXKE HOOTPOITHOMN
TEepalny, YCUIMBAIOIIECH META00INYECKY0 AKTUBHOCTD
HEUPOHOB. [IpruMeHsIeTCS TakKe Ba30AKTHUBHAS TCPAIIHS;
BUTAaMHUHOTEpaIus; 10paMUHEPrUIeCKUEe Ipenaparhl;
IIPOTUBOBOCIIAJIMTEIIbHAS TEPAIIMS; TOPMOHAJIbHAS
Teparus (3CTPOreH).



OneIT Kadeapol

e OOcnenoBano 7 namueHToB ¢ DK Ha (poHE BeCeHHE-
netnero KO (KBackoBa H.E. ¢ coasrt., 2006)

e Bospact nedrora 3a00neBanus npu K BapsrpoBai oT
"74 1o 14 ner (cpenuuii Bo3pact — 7,6 JeT)
e MuoKJIOHNYECKHE NPUCTYyIbl oTMedeHbI B 100%

ciIy4aeB, (DOKaJIbHBIE MOTOPHBIE IPUCTYNEI — B 4
ClIy4asix, BTOPUYHO-I€HEPATN30BAHHBIC — B 3

e B HEeBpOJIOrMYECKOM CcTaTyce: TeMunapes B 4 ciiydasx,
MOHOMAPE3 PYKH — 2 ClIydasi, MOHOIIAPE3 HUKHEU
KOHEYHOCTH — | citydam, B 2 ciiydasix OTMEUYaJINUCh
BBIPAKCHHBIC HAPYILICHUSA PEUYU

e PernonanbHas snmienTA(OPMHAS aKTUBHOCTh Ha DI
3apeructpupoBaHa B 100% cioydacn

e nuddy3Has SNWICHITAPOPMHASL AKTUBHOCTD — Y 2
MAIAEHTOB

e l3menenus Ha MPT npeacraBiaeHsl auddy3HOH
KOPTUKAIbHO-CYOKOPTUKAIBHON aTpopUeH



5 KIIMHUYECKUU IPUMED 5
boxsHou E.P., 7 net. /luarnos: XpoHU4ECKUN KJICIIEBOM

sHIe(annuT. CuUMTOMaTHYeCKas (POKaabHas SIUJICIICHS.
KoxeBHHKOBCKas popma. IIpaBocTOpOHHMI reMunapes
Ykyc kiaema 26 mas 2002 r (Mecto npoxxuBanus Kemeposo,
Cvﬂ‘iﬁpb)

[Tepsoii npuctyn 1 aBrycra 2002 r — (hoKaJIbHBINM MOTOPHBIN
IPUCTYII B PABOM HOTE C MOCTIPUCTYITHBIM ITape30M

B cenTsa6pe 2002 — npoaoKeHHBIM MUOKJIOHYC B IIPaBOM
pPYKE, (POKaJIBbHBIN IMPUCTYII B IPABOM HOI'E C BOCXOISAIINM
JI>kekCOHOBCKMM Mapiiem (3-16 pa3 B JicHb)

B Hacrosmee BpeMss OTMEHAKOTCS CIEIYIOIINAE ITPUCTYIIHI:

— IPOAOKEHHBIM MUOKJIOHYC B IIPABOX PYKE U IIPaBOU
IIOJJOBHHE JIMIIA

— (pokanbHBIC NPUCTYIIBI C J[’KEKCOHOBCKHM MapIiemM

— (poKaIbHBIC TOHUYECKHUE MPHUCTYIBI B IIPABOM PYKE

— BepcuBHBIE NPUCTYIIBI ¢ HOBOPOTOM I'OJIOBBI BIIPABO

— BTopuuHO-reHepaIn30BaHHBIC TPUCTYIIbI

Tepanus 0e3 adpdexra: VPA, CBZ, BZP, PHT B

KOMOMHALIUSIX.
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[Taruent E.P., 7 net. 901 mpoOykjaeHus: Pa3psaipl KOMIIJIEKCOB
OCTpasi-MeAJICHHAs BOJIHA U3 JIEBOU JIQOHON 00JaCTH, JTOKAIbHBIC C

>ppexroM SBS, oTmeuarorcs muorpadudeckre apreaKThl B JJIOQHBIX
OTBEIECHHAX OT IIPABOTO HOJNYIIAPHS 33 CIET MUOKIOHHH JIMLIEBON MYCKYJIaTyphl
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[Taument E.P., 7 net. D01 cHa: Pa3psabl B 1eBoM 100OHOM 00aCTH CO
CKJIOHHOCTBIO K TU(P(Dy3HOMY pacopoCTPaHECHHIO




OHiedanut Pacmyccena

XpOoHUUeCcKUll npo2peccupyroujuil 0uazoeblii SHyedaium -
XpOHUYecKoe 3a001esanue 20106H020 M0O32d,
osesI0ULeecs (hOKANbHbLIMU MOMOPHBIMIUL,
MUOKIOHUYECKUMU, BIMOPUUHO-2eHePAIU308AHHBIMU
NPUCMYNAMU 8 COYEMAHUU C 2EMUNAPE3OM U OpP.
0ua2080U HEBPON02UYECKOU CUMNMOMAMUKOU.

3a0oJicBaHME BOEPBBIC ObLIO OMMCaHOo B 1958 roxy.

T. Rasmussen, J. Obszewski u D. Lloyd-Smith, ognako
JIMIIIb B IIOCJEIHUE IOAbl OBLIO BBIJICICHO KaK
CaMOCTOATEIbHBIN CUHIPOM.

ABTOpHBI HAOIOAAIM 51 O0IBHBIX, TOAPOOHO OIHUCAIN
KJIMHMKY IIOAOCTPOIr0 04aroBOro sHIe(annra,
KapAUHAJIbHBIM IIPU3HAKOM KOTOPOT'O OBIIa SIHICIICHS
KoxxeBHHNKOBA.



Ounedanut Pacmyccena

J.Bancaud u coaBT. B 1992 roay BbIACIWIN TPU CTaAUU
KJIMHAYECKOro TeUeHus dHuedanura Pacmyccena:

I cmﬂgﬂ xapakrepusyeTcs (DOKaIbHBIMU MOTOPHBIMU IIPUCTYIIAMH,
HEPEAKO C BTOPUYHOM I'€HEPATIU3AUEN, TPUCOECTUHEHUEM
MHUOKJIOHUYECKUX MPUCTYIIOB ¥ HATTUYUEM MOCTIPUCTYITHOTO
MOTOPHOTO Jie(hMIINTa, OTMEUYAETCS HapaCTaHUE YaCTOTHI IIPUCTYIIOB

Bo 1l cragnu npoucXoauT MOCTENEHHOE YXYAUIEHUE MOTOPHBIX U
HEUPOIICUXUYECKUX (DYHKIIUN U TOSBIISICTCS IEPMaHCHTHBIM
reMMIIape3, MOT'yT TakXke Ha0aronarbes remuanorncus (y 49%),
HapYIIIEHUE YyBCTBUTEIBHOCTH MO MPOBOJAHUKOBOMY THUIY (Y 29%)),
nu3aptpus (y 23%), nuchasus (y 18%), Hapyimenue noseaeHus (y
17%)

[II cragus Hactynaer cnyctsa 6 mecaues - 10 JIeT u Xxapakrepusyercs
CTaOWIM3alNEN TCUCHUSI, 4 B PSJIC CIIYYa€B YMEHBIIICHUEM YaCTOTHI
SMUJICITUYECCKUX MPUCTYIIOB M BBIPA)KEHHOCTH MOTOPHOTO JI€(DUIINTA,
BO3MOKHBI HEMPOIHAOKPUHHBIE paccTporcTBa (Kanuauna JI.B.,

1996)



JlmarHoctnyeckue I(@I/IT%Z).I/II/I DHIlE(AINTA
Pacmyccena (C.G.Bien, 200
o A:

1.DoxkanbHbIE TPUCTYIHI (¢/0e3 anmitenicun KoxxeBHUKOBA) +

OJIHOCTOPOHHUI KOPTHKAILHBIA ACPUIIUT

2.9 arepaan30BaHOE 110 OAHON reMUC(EPE 3aMENICHHE C

AMUICOTA(GOPMHOM aKTUBHOCTBIO MJIK 0€3 He€. DI -maTTepHbI
(hOKaTbHBIX IIPHUCTYTIOB.

3.MPT. ®okansHast KOpkoBas arpo(usi B OHON reMuc@epe B COUCTaHUU
C : TUIIEPUHTEHCUBHBIM CUTHAJIOM OT CEPOro Mir OeJIoro BEIIECTBA B
pexnmax T2/FLAIR wim runnepuHTEHCUBHBIM CUTHAJIOM HJIH
aTpoduen uncuiiarepaibHOM TOJIOBKH XBOCTATOIO SIpa.

e B:

1.Ommnencusa KokeBHUKOBA WM HAPACTAIOIIAN OJHOCTOPOHHUMN
KOPTUKAJIbHBIA AC(UIINT.

2. MPT. Hapacraromas (poxkaabHasi KOpKOBasi aTpodusi B OTHOU
remucdepe.

3. I'mctonaronorus: Kputepuil MOATBEPKACHUS: TPU3HAKHU dHIIEDaTUTa
¢ mpeobnaanuem T-KIETOK, aKTUBAIIMEN MUKPOIJIAU (B
OOJIBIIIMHCTBE CIY4aeB — (POPMHUPOBAHUE Y3€IKOB) U PEAKTUBHBIM
acTponno3oM; Kpurepun UCKIKOYEHUs: OOIBIIOE KOTUYECTBO
IapeHXUMAaJIbHBIX MaKpO()aros, B-KI€TOK Wiy MIa3MEHHBIX KIIETOK, a
TAKK€ BKJIFOUECHUU YaCTHUIL BUPYCOB.



Ouuedanut Pacmyccena

DOl — B pa3BEPHYTOM CTAJUHU BBIABIISET HAPYIICHUS B
100% cnyuaes

a0JII0TACTCA IMPOTrPECCUPYIOIIEE 3aMETICHUE
OCHOBHOM aKTHBHOCTH (D)OHA B COYETAHMHU C
OSIBJICHUEM IIPOJOJDKEHHOIO PETMOHAIBHOIO
3aMeJIJICHHUs (OOBIYHO B JIOOHO-BUCOYHBIX
OTBEIACHUSX )

Onpenensercs Npoa0JIKECHHAS TUK-BOJIHOBAS
AKTHBHOCTb, BO3HUKAIOIIAA JIATEPATU30BAHHO OT
nopaxxéHHou remucdepsl. 11o mepe
IPOrpeCCUPOBAHUS PIUIICITUPOPMHAS AKTUBHOCTD
BO3HUKACT AU(PPY3HO.



Ouiedanut Pacmyccena

e [laronornyeckum mpouecc MOXKET PaCIpPOCTPAHATHCS
Ha CTBOJI MO3ra, MOJIyIIapus MO3XKEUKa, a TAKKE

‘|738,XBaTI)IBaTI> BTOPYIO reMHUC(EPY - OTHAKO BO BCEX
CJy4dasX BBISBJISCTCA IIEPBUYHBIN OUar.

e Eme B 90-X rogax oTMEYECHO TPAH3UTOPHOE
yBeandeHue 0enkoB U tuM@onuToB B LICK, cHrmkeHne
ceiBopoTOUHBIX IgA (P.Gupta, F.Gray, J.Bancaud).

e IMMYHOJIOTMYECKUN aHAJIN3: BBICOKUN YPOBEHD

ayTOAHTHUTEII K IIIyTaMaTHBIM peLenTopaM
(anTu-GluR3).

o [lo muenuro K IO. Myxuna (2008) oanHbvie

Jza60map0prlx AHATU306 CYUWeCmM6EeHHOcO SHAUCHUA HE
umerom.



Ouuedanut Pacmyccena

‘|§ psjie cliydaeB 3a00JIeBaHHE MOXKET BOSHUKATh Ha
(oHE HEUpOBHUCIEPATbHON (DOPMBI OCTPOU
nepeMeKarouecs nopgupuu, Koropas J0IKHA
OBITH MCKJIFOYEHO BO BCEX CIyYasix sHIE(haInTa
PaccmyceHna (HOCKOIBKY M3BECTHO, YTO
oonpHiMHCTBO ADII 00agaroT
nop(MOOHIMHOT€HHBIM 3P (PEKTOM U MIPOBOLIUPYIOT
OUYEpPEIHON TIPUCTYN TOPPUPHN).



Otnnuus snunencur Ko)keBHUKOBA MPH KJICIIIEBOM
sHIe(hanuTe U SHIEehanuTe PacMycceHa

"Ho3onorn4eckast opMa

JK Npu KneweBoM 3HuedanuTe

BK npy 3HUedannTe
aCMyCcCeHa

[ eorpacus

Ypan, Cnoups, dansHun BocTok

MOBCEMECTHO

Oco6eHH1Q' CTV aebtoTta

rnocne nepeHeceHHoro K3 nnu
YKyCa Knewla

YEPE3 HECKOJIbKO HEAESIb NOCNeE

OPBW vnn 6e3 BuanmMon
MNPUYNHBI

Bo3pacT aebiota

JIrobown, yaule aeTCKum u
MNOAPOCTKOBBbIA

Obl4HO OT 1 Ao 14 ner.
panHe peaKko 'y B3pOCbIX

SnNUNenTUYEeCKNe NpucTynbl

MVIOKJ'IOHZC, (pOKasbHbIE
MOTOpPHbIE,

BTOPUYHO-TE€EHEPA/IN30BAHHbLIE

MVIOKJ'IOHZC, (pOKasbHbIE
MOTOpPHbIE,

BTOPUYHO—TEHEPANN30BAHHbIE,
ayTOMOTOPHbIE, U30/IMPOBAHHASA
aypa, 4acTo 3MnuCcTaTycC

HeBponornyeckue CUMNTOMbI

[ lape3bl, aT Um
KOI—?G‘-IHéCTé%I'?(BVIMI‘ITOM
«CBUCAIOLLEN LLEN»

[lape3bl, HapyweHusa Bl

reMUaHomncusl, 3puTesbHas
arHo3ug,

acTepeorHos, aucgasus,
HemgoaHuox NHHbIE

PACCTPOMCTBA
MPT n 3HblE JlokanbHasg atpodus
Qogl)(%)gononKopKosble KOPTUKANbHO &

aTpouyeckme n3mM-usa co

BToequoﬁ .
BEHTPUKYJIOMEranuneu,

CTaLMOHAPHbIA XapakTep
HapYLLEHWN

nepucuibBrMapHon obnacty,
nporpeccupytoLlasl pacnp-cs
Hg3p,pyrwe OTAEeNbl N0 Mepe

BUTUSA 3aboneBaHuns

OCObEeHHOCTU TeYeHnsa U ncxon

[ l[porpeccmpoBaHune B Te4YeHue

Hecgon bKUX, 3aTEM
cTabunmzauns

HeYyKNIOHHO nporpeccupyioLlee

TeyeHune ¢ BbICOKUM Y%
NeTanbHOCTU




Onuedanut Pacmyccena
Tepanus: mo MHEHHMIO OOJNBIIMHCTBA AaBTOPOB, HAMOOIee
3(p(HEKTUBHBIM METOAOM JICUCHHUS dHIIe(DannTa PacMyccena
SBISICTCS. HEMPOXUPYPIUUECKOE BMEIIATEIHLCTBO -
HUOHAIbHASI TEMUC)EPIKTOMHUS, KOTOpas JOIKHA
OBITh BBIIIOJIHEHA B BO3MOXXKHO 00JIe€ paHHHUE CPOKH
3a00JICBaHUS.

Yactora CTOMKOHW PEMHUCCHUH MOCJIE 3TOU ONEPAIMU COCTABIISET
23 - 52% (Rasmussen T., Andermann F.).

AJIbTEepHATUBHOE JICYCHUE: aHTUAIICIITHYECCKAS TEPAMKs
(mpoTtokoJ Tepanuu IK) uMMYHOMOTYISITOPHI
(BHYyTPUBEHHBI UMMYHOIJIOOYJIWH, HHTEP(PEPOHBI),
BBICOKHE 70361 mupanerama (1 Mr/kr B cytku, makc. 40r),
KOPTHUKOCTEPOUIbI (METHIIIPEAHU3O0JIOH, IPEIHNU30JI0H,
NEKCAMETAa30H), miasMadepes, B peAKUX CIydasX,
LUTOCTATUKM (a3aTHOIPHUH, HUKIO(POCPaH), aHTUBUPYCHBIC
npenaparsl (3UA0BYAUH, AlUKIOBUAP, TAHITUKIOBUD).



KinHn4yecKkum npumep
bonwHoM I1.I., 16 net. Jluarnos: unedamut PacMmyccena (?).

CuMnToMaTh4ecKas JJ0OHas SIMUJICTICHSI.

JKanoOsl: Ha MPUCTYITBI MUOKJIIOHWUYECKUX MOAEPTMBAHUN B IMPABOM
pPYKE, TOXYyJIaHUE JICBOU PYKH

N3 anamHe3a: 1e00T MUOKJIOHMI HE IOMHHUT, B 14 J1eT Ha QoHE
HC%B&HI/II/I cHa pa3pwiuch 2 I ClI ¢ npeaniecTByomumMu
MHUOKJIOHUSIMH, B TIAJIbHEUIIIEM MUOKIIOHUM YYaCTHUIIUCH JI0
exeHeBHBIX. Ha poHe mpruémMa BallbIIpoaToB — peayKIUs IPUCTYIIOB
(10 HECKOJBKHUX pa3 B T'OJl) U aKTUBHOCTH Ha DI

Ponuiicst or 7 0epeMeHHOCTH, S5 POOB Ha 35 HEJ., pOJibl — KECAPEBO
ceueHue, 10 1 roga Habaromancs ¢ ruapouedanueit (?7), pazBubaics 0e3
3aJIEPKKA

B HEBPOJIOTrMYECKOM CTaTyCe: MUOKIIOHWM MBIIIIIL JINIIA CIIPaBa,
JIEBOCTOPOHHSISI reMUaTpO(dUsl, BEIMOJIHEHUE KOOPAMHATOPHBIX P00 C
MHTEHIIUEN cJIeBa

MPT romoBrOro mo3ra: peruoHajibHas IIpaBOCTOPOHHSAA
ONEPKYJISIpHAs KOPTUKAIbHAS aTpodus

DOI'": pernoHalibHas SMUAKTUBHOCTD B IIPABOM ITOJIYIIIAPUH C
TeHACHIIUEH K TU(hPYy3HOMY pacIpOCTPAHECHUIO

OHMI': HeT npU3HAKOB MOpaXKEeHUS NEepUDEPUIECCKOrO
HEMPOMOTOPHOTO arlapara, KOCBEHHbIE MPU3HAKA
CYIIPACErMEHTAPHBIX HAPYIICHUMN PETYJISIIIMA IBUKECHUN



KIMHUYECKUU TPUMED

F8-Fp2

- = o . vanmuen 09.11.07 | Per.1D: | llanka C78D~1
200 pB/em | 1.3 cex nociie Konen gporocrumyiisiimu




O ok 3
bomnesur Jlanima e -

e JIb (JIaiiM-00ppenno3, HKCOAOBBIM OOPPEIN03) -

pacopoCTPaHEHHOE IIPUPOIHO-0YArOBOE,

‘|§aKTepHaanoe 3a00JI€BaHUE C TPAHCMHUCCHBHBIM My TEM
nepeaadyu, HepeaKo IPUHUMAOIIEe XPOHUUECKOE,
pPELIMIUBUPYIOIIECE TCUCHHE U MOPAKAIOIIEE PSJI CUCTEM
OpraHu3Mma.

e B 1985 1. bJI BiepBBIE CEPOTOTrNUECCKU
BepU(pUIIHPOBaHA B HAIIICH CTPaHE.

e 3aME/JIEHHBIM UMMYHHBIU OTBET, CBAI3AHHBIU C
OTHOCHTEJBHO MO3AHEN U CITA00BBIPAKECHHOU
OoppelieMHUEN, Pa3BUTHE ayTOMMMYHHBIX PEAKIIUNA 1
BO3MOKHOCTh BHYTPUKIIETOUHON NEPCUCTEHIIAN
BO30YIUTEIIS.



1.

Jlmargoctuka B octpom riepuoje bJl
Kiunnuka

2. BbIsBaeHUE aHTHUTEI K OOppeIrsIm (Hzg)aCTaHI/IC TUTpAa
0

AHTHUTCJI 94CPC3 3 HCACIIN OT HA4YaJid 3d00JICBAHUS B

' pasza). [lpu omcymcmeuu Hapacmanus mumpa

aHmMumein 8 OUHAMUKE OUACHOCIMUYECKUM ABJISENC sl
mump 1 : 40. Umeromcs ceponecamusuvle 8apuanmbl
meuenus oonesnu! 1111P, BEIABIISIONTY IO {KpBB B
CUHOBHUAIIBHOI xuaKkocTy, kposu uian LICK.

JIlmarHoCTUKA B XpOHUYECKOM riepuoae bJl

)

1. JlanHbBIC aHAMHE3a
2.
3. MPT/KT: nuddy3HbIE KOPKOBO-ITOJKOPKOBBIE

KimHnyeckasa kapTruHa

aTpo(pMUYECKHUE U3MEHEHHS CO BTOPUYHOMN
BEHTPUKYJOMETaJIMe, o4aru mopakeHus B 0ejIoM
BEIICCTBE

Cepoorn4ecKre peakiiuu MOryT ObITh OTPHUIIATEIbHBI

. HCXK: mumdonmutapusii mieonuto3 100-200 ki1 B M,

[IOBBIIIICHUE OeJIKa



HeBpoiiorunueckue, BKIro4Yas XpQHUYECKHUE

IposiBICHUS, 0O0Ie3HH JlarimMa
e sHIe(aIONaThs C pACCETHHOM OpraHNY€eCKOM
CUMIITOMATUKOM, MHTEJIICKTYyalbHO-MHECTUUCCKUMU
ne(ULIUTOM

WHTOPAJIUKYJIUT
SHIIE(DATIOMUACTIUT
MAPKUHCOHUYECKUU CUHIPOM
CUMIITOMaTHYECKas JITUIICIICUS

IPOrPECCUPYIOIINN XPOHUYECKHUH PHIIC(PATIOMUCIUT
(umeet cxoacTtBo ¢ PC)

MIOJIMHEBPOIIATUH, TTIOJTUPATUKYITIOHEBPOIIATHH,
MOHOHEBPOIIATUU

® OJIMTOAPTPUT

B nocneonue 2001 neupoboppenuos ece uauie nposeuiemcs
HecneyuguueckumMu CUMNMoMamu. JIATSIbHON TOJIOBHOMN OO0JIbIO,
OBICTPOH YTOMISIEMOCThIO, CHU)KEHHEM MMaMSTH, HApYILICHUEM CHA,
YTO YKJIQJBIBAETCSA B ACTCHUYECKHUU CUHIPOM, MOT'YT
JIOMUHUPOBATH CUMIITOMBI IICEBIOTYMOPA, PACCEIHHOIO CKJIEPO3a
WJIM [ICUXUYECKHUE HAPYILICHUS



JIaTeHTHBIE IIPOSBICHUS HEUPOOOPPEINO03a

Cywecmayrom namenmubvle, KIUHUYECKU
Oeccumnmommusvle hopmul 3a00/1€6AHUSL:

e bLOJbHBIC C TOBBIIICHHBIMU CHIBOPOTOYHBIMHU TUTPAMU
IgG k B.burgdorferi, y KOTOpBIX IOJHOCTHIO
OTCYTCTBYIOT CUMIITOMBI OOppEIr03a, HO, YTO
YAUBUTEIILHO, B CHUHHOMO3TOBOM JKUJIKOCTH
COZICPIKATCS CIIMPOXETHI.

® Bo36youmenb modicem NpoOHUKAMb 6
CyoapaxuoudaibHoe NPpoCmMpanHcmeo 0e3
COnymcmaeyoujeil 60CNAIUmenbHolU peaKyuu co
CMOPOHbL MEHUH2EANbHBIX 000I0UEK - CXOOHbLE
HaOM00€eHUs COeNlAHbl MONILKO Y OONbHBIX
HeUpoCUhUIUCOM.



Tepanusg XpOHHYECKUX HPOSABICHUN
HEMPOOOppeIno3a

e (CumInToMaruyecKas Tepalus HEBPOJIOTHUECKHUX
HapyIIeHUN (3HIEe(daIonaTus ¢ pacCeIHHOU

"BpraHquCKoﬁ CUMIITOMATUKOM, IIOPAKCHHUS
nepu@epruyeckol HEPBHOM CUCTEMbI, BKITIOUAS
HEMPONMaTUYCCCKHUM 00JIEBOM CUHAPOM,
MOJUHEBPONATHN, KOTHUTUBHEIC PACCTPOMCTBA,
1edaarnyecKuii CUHAPOM, NAPKMHCOHNYECKUI

CUHJPOM H JIp.)

e AHTHMOHOTHKOTEpanus (Le(pTPUAKCOH, NCHUIAJLINH
G, nedoTtakcum)

e lIMMyHOKOppeKIUs (IIpu HEOOXOAUMOCTH )

® CUMIITOMATUYECKas IUICIICUS — YaCTO PE3UCTEHTHA
K IIPOBOJIMMOM TE€paNUU



Tepanusa cumnromarnyeckou smuiericuu npu bJl

® kapOamaszenuH 15-35 Mr/kr/cyTku
- OKCKapOazenuH (cTapToBas A03a ¢ 5 MI/KI/CYTKH, MaKCUMaIbHas

03a J10 45 MI/KI/CyTKR)
-gﬁseTﬂpaueTaM 1000-4000 mr/cyTtku (30-60 MI/Kr/CyTKH)

- Tonmupamar 75-400 mr/cytku (4-10 MI/Kr/CyTKH)

- BaJIbIIpoatrhl 30-70 Mr/Kr/CyTKH

- namotpukuH 100-400 mr/cytku (3-10 Mr/Kr/cyTkn)
. cykcwien 20-35 mr/kr/cyT

. 0apOuTypatbl: (heHoOapoOuTan (2-5 MI/Kr/CyTKn), FeKCaMUIUH
(10-15 mr/kr/cytkm), 6eH30Ham (5-8 MI/KI/CYyTKH)

- qudenun 4-7 mr/kr/cytku 100-350 mr/cyTku
- kno6azam 5-30 mr/cyTtku (0,5-1 Mr/Kr/cyTKn)

. miperadanus (aupuka) (300-600 Mr/cyTKn) B cCOCTaBe
KOMOMHHUPOBAHHOM TE€pamuu — 0COOCHHO MPU KOMOPOUIHOCTH
Pa3BUTHUS HEUPOIMUTUYECKOIO O0JIEBOr0 CUHIpoMa!

- radaneHTuH 1200-2400 mr/cytku (20-40 MI/Kr/CyTKH)



OHIehaIuT IKOHOMO

B xponuueckou cmaouu Hapsa0y ¢ CUHOPOMOM NAPKUHCOHUIMA
U GHOOKPUHHbIMU paccmpoucmeamu (aTUIIO30T€HUTAIbHAS
aucTpodus, MHOAHTUIIN3M, HApYIIEHUE MEHCTPYalbHOIO
HIQIPIa, OJKUPEHHUE UJIN KaXCKCUH, HECaXapHbIM JHAOET,

EPTUPECOUN3M) HAPACTAOT UIMEHEHUS XapaKkmepa,
IMOUUOHANLHO-8071€60U chepbl (ACTCHUSI, allaTusl,
agHaAMUS MOTYT COYETAThCs C IICUXONAaTONOA00HbBIM
IIOBEJICHUEM, OpagudpeHrue, CyuIyaalbHbIMA
CTpEMJICHUSMH, M (opueii, KpaTKOBPEMEHHBIMU
OHEVPOUIHBIMU KapTHUHAMH, 3aTSHKHBIMU TaJLIFOIITHATOPHO-
Ope0BLIMU IICUX03aMH ), IIPUYEM, IPU HapaCTaHUU
IICUXOOPraHNYE€CKUX U3MEHEHUM, BOSHUKHOBECHUHU
KOPCAKOBCKOI'O CHHJPOMA, C1a00yMus TaJLIFOIIMHATOPHO -
apaHOMHAS CUMIITOMATHKaA TYCKHEET.

XpOHl/lLleCKaﬂ CMAOUA MOIHCEM KIUHUYECKU I’lpOﬂGJZﬂWle}l
MaKaHce CUMNMOMAMuU4ecKol 3I’lI/lJZ€I’lCZ/l€Z/l npucmyndamu
namoJiocudecKkoco CHA (HClpKOﬂenCM}l) u Kamanjiexkcuu.



Tepanusa XpoOHUYECKUX MTPOABICHUN
SHIE(PaIUTa DKOHOMO

:’EHMHTOMaTquCKa;I Tepanysl HEBPOJIOTHYECKUX
HApYyIICHUH (HEMPOIHAOKPHHHBIX PACCTPOMCTB,
KOTHUTHUBHBIX PACCTPOMCTB, MTAPKUHCOHUYECKOTO
CUHApOMaA, IICUXOOPTaHMYECKOTr0 CUHApPOMA U JIp.)

® CHUMIITOMATHYECKas SIMMICTICUS — YaCTO PE3UCTEHTHA
K IIPOBOJIMMOM TE€pANUU




Ouuedanut JaBcona (IICIID)

DHIeaIUT ¢ BKIIOYCHUSIMH /[aBCOHA, Y3€IKOBBIA MaHAHIE (AT
Ilerte - [lepunra, aerkosaHnedanmut Ban-borapra)

BriepBrie ynomuHaeTcs B padote J. Dawson (1933r.), koTophblii

"oirmcan peOeHKa ¢ MPOTPECCUPYIOIINM YXYAIICHUEM IICUXUYECKHUX
(GYHKLIMN U HEIPOM3BOJIbHBIMU JABUKEHUSIMU, IPEIJI0XKEH TEPMUH
«MIOAOCTPBIN SHIE(DATUT C TEIbIEBBIMU BKIIOUCHUSIMM,
BBICKA3aHO MPEAIIOI0KEHHUE, YTO JAHHOE 3a00JI€BaHUE SIBISICTCA
BapUaHTOM JIETAPrUY€CKOro 3HIe(daInTa.

ITo3guee - B 1939 1. P. Pette u G. Doring ctanu paccMarpuBaTh
IICIID kak y3enkoBbIi MaHAHIIE(DATUT, OTMEYAs MOPAKECHUE U
CEporo, M OEJI0To BEMIECTBA MO3Ta.

6 et cnycta Van Bogart oOpaTnyi BHUMaHHE Ha BhIPAKEHHYIO
AEMUETUHU3ALNIO U TTIHAIBHYIO MPOJHEpaIUio
MPEUMYIIECTBEHHO B O€JIOM BEIIECTBE MO3ra U MPEIJIOMKHIT
TEPMHUH «IIOAOCTPBIN CKIEPO3UPYIOINIUN JTEUKOIHIS(PATIUT.

J. Greenfield B 1950 r., 000011I1B BCE 3THU AaHHBIE, PEACTABUII
KJIMHAYECKOE ONMCAHUE OOJIE3HU U TTPEIIONKNI HECKOJIBKO HHOM
TEPMHUH - «IIOAOCTPBIN CKIEPO3UPYIONIMN aHAHIIS(PATIUT.



[ICIID

o [ICIID - oueHnp MeaJIEHHOTEKYIAs (POpMa KOPEBOIO
3HIIE(PaInTa

e Yare BCcero BO3HUKAET Yy JIHIl, IEPEOOTIEBIINX B JETCTBE

"iopbro (y Aerel, nepe0oIeBIINX KOPhIO B paHHEM
BO3pacCTe - J0 2 JIeT, 3a00JieBaHKE TPUHUMACT OCOOCHHO
TSDKEJI0€ TEYCHHUE, YTO YKA3hIBAET HA POJIb HE3PEIOCTH
MMMYHHOH CUCTEMBI)

e (CpenHui HHKYOAIIMOHHBIM EPUO 6-7 JeT

e Puck IICIID nocie npoTUBOKOPEBOM BaKIIMHAIIAN
cHmkaetrcsa oonee yeM B 10 pa3 (Houff, 1995)

® B psde cayuaes pazsusaemcs y 0emel, y KOmopblx He
ommeuenvl Hu 3ab01esanue Kopwvio, Hu NPUBUBKA

e Yamie Bcero BO3HHKAET B BO3pacTe 5-15 jeT, HO
omnucaHsbl cinydau 10 1 roga u nocie 30 et

e VY JIMII MY>KCKOIO I10JIa pa3BUBaeTCs B 2,5 pa3a yailie



[1ICIIS

[ICIID cnoXHO AUAarHOCTUPOBATh HA HAYAIbHBIX CTaJausIX
3a00JIEBaHMSI, BEPOSITHOCTh OIIMOOYHOTO JUArHo3a

BbICOKa (G. Gallucci, 2001).

Panee 310 3a00JIeBaHNE CYATAIIOCH (DaTaJIbHBIM, B
HACTOSIIEE BpeMsl, B CBA3M C YTOUHECHUEM ATHOJIOTHU U
MOSIBJICHUEM Ha (papMaKOJIOTMYE€CKOM PhIHKE HOBBIX
IIPOTUBOBUPYCHBIX 1 UMMYHOMOIYJIMPYIOIIHUX
IpenaparoB, MOSBHUIIACH BOBMOKHOCTh BO3CHCTBOBATh
Ha NATOJOTHYECKHUM IIPOIECC, KOTJIa BOCIIAJIUTEIbHbBIC
M3MEHEHHUS €1I€ 0OpaTUMBI.

B 11e1oM nporuo3: HeOIaronpusaTHBIN, Y OOJIbIIEH YaCTH
OOJIBHBIX - JICTAJbHBIN UCXO[ B TCUCHHUH 3 JIET OT
neorora 3a0oieBanus (80%), 10% OOJIBHBIX KUBYT
noJibie - HekoTopbie 10 10 net. Y 10% ommcano
MOJIHH€HOCHOE€ T€UYCHHUE, KOIa CMEPTh HACTYIIACT
MECHEE YeM Yepe3 3 MECSIIEB.



[ICIID

AHTHUTENA K BUPYCY KOPH ITPEACTABIICHBI KJIaCCaMU
‘|l/IMMyHOFHO6YJII/IHOB IgG, IgM, IgA, HanOomnbias
yacth antuTes B CMOK nipuxonurcs Ha 1gG.

Hu mump arnmumelil, HU uUx mun He MEeHAIONCA 6
meyenue 6one3nu U 6 npouecce jledeHU-l.

LIpu ummyHnonocuueckom ucciedo8anuU; CHUNCeHd
aumgonponugepamusras peakyus Ha MUMo2eHvl U
NOBBLIUEHO COOEPHCAHUE UUMOMOKCUYHBIX T-
Meouamopos.



Kiananueckas kapruna I11CII

Craguu IICII3 Ha ocHOBE 000011IeHUS KIacCU(PUKALINN, TPEII0KESHHBIX

J. Jabbour u W. Risk u F. Haddad (2001)

Cranus 1 xapakTepusyeTcsi IPEkAE BCETO MTOBEICHUYECKUMHU U

MHTEIUIEKTYAJIbHBIMU U3MEHEHUSMU, JIOMUHUPYIOT TPYAHOCTH B
IIKOJIbHOM O0OYYE€HUH U HEOOBIYHOE TTOBEACHUE: HEPAIIIINBOCTb,
TUIIEPAKTUBHOCTD, YIIPSIMCTBO, Pa3ApaXKUTEIbHOCTh, arPECCUBHOCTD

Y HEKOTOPBIX MAIIMEHTOB OTMEYAETCS SMOIIMOHAJIbHAS JTA0UIBHOCTD,
YEPEAYIOLIAACS C IEPUOAAMU OTUYXKICHUS WU, HAIIPOTUB,
TUNEPAKTUBHOCTH C PA3APAKUTEIBHOCTHIO U arpeCCUBHBIM
Pa3pYIIATEIBLHBIM MTOBEJICHUEM

MoryT BO3HMKAaTh YMEPEHHO BBIPAYKEHHBIE HEBPOJOTUYECKHE
CUMIITOMBI (IU3apTPpUsl, TUCKUHE3US, TUCTOHUS, TPEMOP U
Hen(PEepEeHIIMPOBAHHBIE CYIOPOTH)

Juaenos 6 dannou cmaouu ycmanasnueaemcs peoxko bonvuiuncmay
NayueHmo8 Cmagumcs OUa2H0O3 NOOPOCMKOBOU 8e2emamueHOl
OUCHYHKYUU UTU NCUXUAMPUYECKOU NAMON02UU

Cragus IIUTCA OT HECKOJIBKUX HEJEH 10 HECKOJILKUX MECSIIEB



Cragng 2.

JleOroTrpyroT cynoporu: hoKaabHbIC, TeHEPATN30BaHHBIE TOHUKO-KJIOHUYECKUE,
MMOKJIOHHUYECKHUE

XapakTepHO PaCCTPOMCTBO MPAKCHUCA

e 3purenbHbie HapyieHus y 50% namueHToB (XOPUOPETUHHT)

e PasBuBaeTcs peueBasi IJUCIPAKCHS, ICEBA00YIHLOAPHBIN CUHIPOM

e MoryT NOSABIATHCS XOPEOATETO3, TUCKUHE3NH, TPEMOP, MUPAMUIHBIC CUMIITOMBI U
MO3KEUKOBAs aTaKCHS

o [l KUATEIBHOCTh: HECKOJIBKUX MECSIICB

Cranus 3.

bosbHBIE YyTPAuMBAIOT CIIOCOOHOCTH K OOIIEHNIO, MOTYT IOBOPAYUBATh TOJIOBY HIIH
TYJIOBUIIE K KICTOYHHUKY 3BYKAa, CBETA WJIN MPEIAMETA

[TocTosTHHBIE MUOKJIOHUH, KX YaCTOTAa U UHTEHCUBHOCTh HAPaCTaeT
BereraTtrBHasi HECTAOWJIBHOCTD
Habmrogaercs arpodusi 3puTelIbHBIX HEPBOB

IIpoepeccupyrom ncuxuueckue u He8polo2uiecKue HapyueHusl,
ceudemenvcmayruue 0 0eKopmuxkayuu u oeyepeopayiu

Cranusg 4.

BbIpaX€HHBIN CITACTUYECKUU TETparapes

[IceBmoOynp0apHbBI CHHIPOM

Y HEKOTOPBIX MAIIMEHTOB AKTUBHBIN CTapT-pedIieKc

biyxnaromme 1BUKCHUS 17143

MyTtusm

CoxpaHseTcsl BereraTuBHas HECTaOMIbHOCTD

YacToTa cynopor 1 MUOKJIIOHUM CHUKAETCS BIUIOTh JI0 UX MOJHOTO NCYE3HOBCHUS
[TareHThl OOBIMHO YMHUPAIOT OT MHTEPKYPPEHTHBIX UHOEKINMA

HauboJiee yacToe TEpMUHAIBHOE COCTOSIHUAE - aCIIUPAIMOHHAS THEBMOHUS



JInarnoctuka I1CIIO
Knnandeckas kaptuHa (4 cTagun)

DDI1'": xapakTepHbI IEPUOIUIECCKUE PA3PAabl (KaxKable 3-8
CEK) BBICOKOAMILIUTYJTHBIX OCTPOKOHEYHBIX MEJJICHHBIX
BOJIH, YEPEAYIOIINECS C MMEPHUOAMHU TTOAABICHUS
akﬂﬂBHOCTH

CMIX: OTCyTCTBHE KJIE€TOK, HOpMaJdbHAas WUJIH CJIETKa
MOBHIIICHHAS KOHIICHTPALUs OSJIKa, OU€Hb BhICOKAS
OTHOCHUTEIbHAs KOHIICGHTpaI1s TaMMa-TJ100yIruHOB (0ojee
20% Bcero 6enka CMIK), gacTto crienmduyueckue
OJINTOKJIOHAJIbHBIE UMMYHOIJIOOYJIMHBI

B ceiBopoTke 1 CMIK BBISBISETCA BHICOKUU TUTP
IIPOTUBOKOPEBBIX AHTUTEI

I1lo narnbiM KT nin MPT: MHOXKEeCTBEHHBIE o4aru
MOpAXXEHUST OE€JI0TO BEIIECTBA, aTpO( U KOPBHI,
HEOOCTPYKTHBHAS THUApOIE(hanus

O TanbMOIOrMYECKU: OTEK AUCKA 3pUTEIILHOIO HEPBA, €ro
BOCHAaJICHUE, aTpo(us 3pUTEIbHOIO HEPBa, XOPUOPETUHMUT,
KOpKOBas clienora (cuHaApoM AHTOHA). IloTeps 3peHus
MOKET OBITh OOYCJIOBJICHA ITOBPEKICHUSIMU 3aThLIIOYHBIX
NIOJIEW, BEAYILIUMHU K KOPKOBOM CJIEIIOTE




KJIMHUYECKUU TPUMED

boapnou I1./1., 14 ner

Jlnarnos: [lomocTpsiii ckiepo3upyronuii nan3Hiedanmut Ban-borapra.

[IpaBOCTOpOHHMY reMUNIape3, MOAKOPKOBBIM CUHIPOM,
HC.?EHO6YHB6apHI)II>'I CUHIPOM, CUMIITOMaTH4YeCKas (DOKaIbHasI
SMUIETICUSA C BTOPUYHO-TCHEPAIIM30BAHHBIMU CYIOPOKHBIMU
npuctynamu. IIcuxooprannyecknu CUHIPOM.

N3 anamue3a: B centsope 2007- arpeccuBHOE TTOBEACHUE, TPYAHOCTH B

YCBOEHUH LIKOJIBHON NPOTrPAMMBI.

B okts0pe 2007— sHype3, 3aTeM BO BpeMs HOYHOIO CHa (IIPUYpPOYEHBI K

3aCHIIIaHUIO U MPOOYXKJIEHUIO) - (DOKAJIbHBIE MOTOPHBIE TOHUYECKHUE
IIPUCTYTIBI C YPUHALMEN, JJIUTEIILHOCTHIO 10 10 cek, no 3-4 pas 3a
Houb. DnuienrtonoroM OJKII nHaznauen Baabnpoar 30 Mr/Kr/a-
MPUCTYIIBI KyIUpOBaHbl. OJHAKO TEpanus OTMEHEHA, BCIEICTBUA
noBbIeHus ypoBHs [L® kpoBu go 760 Ex/n. Ipuctymsl
BO300OHOBUJIMCH, IPUCOCANHUIMCH HOBBIE IO THUITY «KHUBKOB).

B anpene 2008 r- moTepsa HHTEpECA K OKPYKAIOIIEMY, 3HAYUTEIBHOE

CHM)KCHHE YCIIEBAEMOCTH, O€3y4aCTHOCTh, paBHOAYIIHE. 3a00JICBaHUE
HEYKJIOHHO IIPOrPEeCCPOBAjIO B BUJE HapacTaHUS IICUXUUECKOTO U



KIIMHUYECKUU TPUMED

3 anHamHe3a K1U3HU: peOCHOK OT 1 0epeMEHHOCTH, ITPOTEKABIIICH
(PU3HOJIOTMYHO, POJIbI CPOYHBIC, PAHHEE Pa3BUTHE 110 BO3pacTy. B

' MEC MEPEHEC KOPEBYIO MH(EKIIHUIO.

C20.05.08 o 27.06.08 HaxoquiiCAd HA CTALMOHAPHOM JICYCHUH B
Mockosckom HWMU ¢ nuarnozom: bosiesus [ annepBopaeHa-
[IInarna. Mckmrouensl 0oe3np Kpadoe, MeTaxpomaTudeckas
nerkoauctpodus, 0one3nbp Bunscona-Konosaioasa.

MPT ronoBHOro Mo3ra: 3a00j1€BaHHE IIPEUMYILIECTBEHHO OEJIOro
BEIIIECTBA I M., clieayeT Au(GepeHInPOBaTh, MEKIY PA3TUIHBIMU
BUAAMU JICMKOOUCTPOPHUN M JEMUCITUHU3UPYIOIIUMHU IIPOLIECCAMU
(HanOoJiee BEpOsTHA AAPEHOJICHKOAUCTPOPHS)

MPT ronoBHoro Mosra B JuHaMmuke: AU depeHIIManbHbIN JHarHo3
MEXy TOKCHYECKUMH U META00JIMYECKUMHU U3MEHEHUSIMU T.M.,
HeJIb3s1 UCKIIIOUUTh 00Jie3Hb ['aiiepBopaeHa-Illnaria.



KianHu4eckuu npumMep

D0I': Ha BceM NPOTSHKEHUH 3aIMCU OTMEYAINCh KIACTEPHBIE
MKTaJIbHbIE ATTEPHBI - TU(PEHY3HBIX CUHXPOHU3UPOBAHHBIX
BCILJIECKOB MEIJICHHBIX BOJIH JEJbTa-Arana3oHa 1 MojJuda3HbIX
MIOTCHIIAAJIOB, OY€Hb MEJICHHBIX KOMILUIEKCOB OCTpas-MeIJICHHA
BOJIHA, aKIIECHTYUPOBAHHBIX B JJOOHBIX OT/IC/IaX MOJIYIIApPHIA.

Bo BpeMsa MEXIPUCTYHBIX MHTEPBAIOB JUIMTEIBHOCTHIO 3-135 cek
OTMEUAJIMCh PErHOHAJIbHBIC ATTHICITU(MOPMHBIE Pa3PsiIbl
MEIJICHHBIX KOMILIEKCOB OCTpas-MeQJICHHAs BOJIHA B JIEBOM (4allle)
U B IIpaBoi JIOOHOM 00J1acTsX.

[TarrepnHbl HAa D3I KIUHAYECKU NIPOSIBIISIIIUCH PA3JIUYHBIMU TUITAMHU
IIPUCTYTIOB: CEPUUHBIMU ACUMMETPUYHBIMUA TOHUYECKUMU
CIIa3MaMHM, BOBJIEKAIOIIVMMHU AKCUAJIbHYIO MYCKYJIAaTypy U
MYCKYJIaTypy ILUIEYEBOIO MOsICa, C TOHUYECKOHU JAEBUALIMEN TJIa3 BHU3
Y BIIPAaBO, HACUJIbCTBEHHOM TOHUYECKOHN YIBIOKON C IIEPEKOCOM JIHIla
BIIPABO, A TAKKE OTMEYAIUCh ATOHUYECKUE TIPUCTYIIbI C
HETATUBHBIM MUOKIIOHYCOM.

Bo Bpems mpoObI ¢ X0Ap00 OTMEYaIUCh MPUCTYIIBI C 3aBaJIMBAEM
peOeHKa BIIpaBo Ha (D)OHE COUYCTAHMUS TOHUYECKOIO KOMIIOHEHTA B
MBIIIIAX IIeHHON U JIMIIEBOM MYCKYJIaTyphl 1 aTOHUHU B MBIIIIIAX
KOHEYHOCTEM CIIPaBa.

[Ipu oOpamenun Ha kadeapy peOCHOK HAXOAUTCS B SMUJICIITUYECKOM
CTAaTyCe CEpUHUHBIX TOHUYECKHUX CMa3MOB, MaJIbIX MOTOPHBIX U
ATOHUYECKUX MPHUCTYIIOB.



KiInHHYeCKuM nmpumMep

MR - MONOC| 1857
tudy: 2

Instance: 11

O]

MPT ronosnoro mo3ra ooasnoro I1./1.

Ob6wuupHas 30Ha NOPANCEHUSL NPEUMY UL eCIBEHHO
benoeo eeulecmaa, bonvuie ciesa, 6 0oeux 100HbIX U
MeMEHHbIX 00JISX, 1€60U BUCOYHOU, NePEOHUX OMOenax
mo3onucmozo mena. Pacuupenue 60ko6wvix

JHCEY OOUKO8.




- KimmHnyeckui npumep
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KJInHWnYECKUU IpuMep

Koncyneranus reneruka B MI'HIL (a.m.H., ipodeccop Jlamanu E.
J1.): naHHBIX 3a HACJIECACTBEHHYIO IIATOJIOTHUIO HEAOCTATOYHO. B
pe3yabTare MPOBEACHHBIX OMOXUMHYCCKUX U MOJICKYIISIPHO-

"—reHeTquCKHX aHAJIN30B OBLIN UCKIIFOUCHBI: 00JIE3HB
["annepBopaeHa-IlInarma, 6one3ns Kpadoe,
MeTaxpoMaTruueckas JeHKoaucTpobus, 00jae3Hbp BuibcoHa-
KoHoBaioBa, mupoKCcHCOMHBIE Ooe3HM. Hanbosee BEposSTHO
HaJIM4YKe BSAJIOTEKYIIEro dHIedainra.

Koncynberanus B HAay4HOM LIEHTpe HeBpoaornu PAMH:
[TogocTphlil CKISPO3UPYIOIIMHI MaHAHIIe(DaIuT ( KOPEBOIL).

N®DA: B kpoBHu 00HapykeHbI IgG Kk BUpYCy repreca u Kopu
(BBICOKHM TUTP).

Tepanus: puobaBupux 200 Mr 110 2 KaIl. yTpOM U 3 BEUepoOM,
nHTepdepoH anbda-2a (podepon) mo 3 maa Exn*3 paza B
HEeJIeI0 I1/K, n3onpuHo3uH (nHo3uIiekc) 500 mo 1 tad*3 paza
B JicHb, BasibIipoar 500 mo 2 Tab*2 pasa B JcHb,
nesetupaneram 3000, ki1oHazenam 2Mr H/H — 0€3 addexra



Tepanus 11CI1

[IpoTHBOBUpPYCHBIEC Ipenaparbl: K30IPUHO3MH (MHO3ZHUILIEKC),
prOaBUpPHUH, aMaHTAANH, [TAMETHINH

NmMmyHOMOAYISITOPBL: HHTEp(hEpOoH anbda-2a (poPepoH), B TOM YHUCIIE
BHTyTpHKenynoukoBoe BBeaeHue (H. Panitch u coaBT. ¢ momonipro
pei%p]syapa OmMMmaiia, yCTaHOBJIEHHOI'O TTOJAKOXKHO, U KaTeTepa,
IIOMEIIEHHOI'0 BO (PPOHTAJILHBIM POT IIPABOr0 OOKOBOIO JKEITyJ04Ka
nofd ob1ieit anecte3uel, y 3 mauueHToB ¢ IICIIO B ctagusax 2 u 3,
OTMETHUJIN YIyUIlIEHHE BO BCEX ATUX ClydasX-peMuccus. JIeueHue
COCTOSJIO U3 6-HEACIBHOTO Kypca BBEICHUSI HHTEP(EPOHA B JJO3€ OT

250 TeIC. 10 1 MitH ME. Kypc noBTopsiics 10 6 pa3 ¢ MHTEpBajlaMHy B
2-6 Mec.)

A Takxe uHTepPEpOH-3, BHYyTPUBEHHBI UMMYHOTIIOOYJIMH (OKTaram,
W1 Bena)

Koprukocreponasl (TpeIHU30JI0H, METUITPET)
AHTUANUIIENTUYECKUE TTPEenaparsl —

BasibITpoatrsl 30-70-100 Mr/kr/cyTkn

neerupaneram 1000-4000 Mr/CyTKH 930-60 MT/KT/CyTKH)
Torupamar 75-400 MF/C%TKI/I (4-10 mr/kr/cyTku

STy P SR 2.8 AV, rescamns (10-13
M

k106a3am 5-30 mr/cytku (0,5-1 MI/KT/CyTKH)
nperadanuH (600 MI/CyTkH) B COCTaBe KOMOMHMPOBAHHOW TEpaIU



IIporpeccupyrommuy KpaCHYyITHBIN
Mad>HIE(PannT

Kpaiine penkoe 3a00j1€BaHUE - B OCHOBHOM SIBJISIETCS
CICACTBUEM BPOXKICHHOM KPACHYXHU, HO MOKET BOSHHKHYTh
1 KAK OCJIO)KHEHUE KPACHYXU, IIEPEHECEHHOU B JIETCTBE

K HacTosmemMy BpEMEHH OIMMCAaHO BCEro 0koio 20 ciryyacs,
1 BCE - Y JIMIL] MY>KCKOTO 110J1a

[Tocne nareHTHOroO nepruoaa AIUTENbHOCThIO 8-19 JieT
TIOSIBJISIFOTCS. X IIPOTPECCUPYIOT HEBPOJIOTMIECKUE
pacCTpOMCTBA

[IepBbie cuMmIiToMbl T€ ke, 4To npu [ICII: cHrukeHune
YCIIEBAEMOCTU, U3MEHEHUS NOBEACHUSA U AITUIIPUCTYIIbI

3aTeM pa3BUBAIOTCS TshKENIas HapacTarolias AeMEHIIMS,
BBIPDAKCHHAS aTaKCUsA, INPAMU/IHBIE CUMIITOMBI,
paccTpoiCcTBa 3pCHUS

MuokJIoHMH MEHEE BeIpakeHHbIe, yeM npu [1CI1,
HAIIPOTUB, MO3KEYKOBBI PACCTPOUCTBA TOPA3I0 TAKEIIEE

B TepMMHaIBbHOM CTaAuM: IITyOOKas IEMEHIIMUS, MYTH3M,
CIIACTUYECKHUN TeTpamnapes, 4acTo O(PTaabMOILICTHs



[Iporpeccupyrommun KpaCHYIITHBIN
MaHAHIE(PaTnT
o [ICXK: nerkuit mumdponnTo3 (MmeHee 40 B MKII), HEOOJIBIIIOE
MOBBIIICHNE KOHLICHTpauuu 0eaka (menee 1,5 r/m) npu
pe%KOM MOBBIIIICHUM OTHOCHUTEIIBHO KOHIICHTPALIMY IraMMa-
rmoOynrHa (35-50% Bcero 0enka LIMIK), cneuughuueckue
ONIUCOKTIOHAIbHBIE AHMUMENA K BUPYC)Y KPACHYXU

e KT: HeoOcTpykTHBHAs ruapoLe(antns ¢ COMyTCTBYIOIIECH
aTpo(PHEH KOPBI, MOKET OBITh CHH)KEHA INIOTHOCTh O€JIOTO
BEII[ECTBA, 0COOCHHO CEMHOBAJIbHBIX LIECHTPOB, PE3KO
BbIPAIICEHA AMPOPUSL MO3HCEUKA C pacuiuperuem 4
JIceny004Kd

e DDI': Bcerma BhISABIAETCS T€HEPATU30BAHHOE 3aMEIJICHUE
pUTMA, HO CIICUM(PUYHBIX IMarHOCTUYECCKUX MPU3HAKOB
HET. Y OTAEIbHBIX OOJIBHBIX HAOIIOAAINCh BCIIBIIIKY
pPa3psI0OB, YEPEAYIOIIMECS C IEPUOIAMM IIEKTPUUYECKOTO
MoJiyanus Kak mpu [1CII



JInMON4YeCKni ay TOMMMYHHBIN SHIE(ATUT
[lopaxkaeT NpeuMyIIECTBEHHO CTPYKTYPhI

JTUMOHYECKOM CHUCTEMBI, COIIPOBOKAACTCS
CUCTEMHBIM HAPYIICHUEM BETNE€TATUBHBIX
(yHKIUNA. BelpakeHHbI MHECTUYECKUM Ae(PUITAT
KJI €CKH CXOX C 00JIe3HbIO AJblreiiMepa 1
0.Kpenitidenpna-Akodca, ogHaKo HE XapaKTepeH
BBIPAKEHHBI KOTHUTUBHBIA AC(PUIIUT,
pPa3BUBAIOIINICS IIPU JAHHBIX 3a001€BaHUSIX

MMMYHHOJIOTUYECKUIM aHAJIN3: BBISABIISICT AYMOAHMUMENA K BO/IbINANC-
3asuscumvim Kaauesvim kanaiam. B 20% ciiydaeB TuMOnYeCKUM
SHIIEPAJIUT MPOTEKAET 0€3 HEBPOJIOTUUECKOTO U KOTHUTUBHOIO
nepunura. B 60% cirydaeB oH 00yCIOBJIEH NapaHEOMIaCTHYECKUM
CUHAPOMOM Ha (JOHE MEJIKOKJIECTOYHOW KAPIIMHOMBI JIETKUX WJIA
3JIOKQYECTBEHHBIX HOBOOOPA30BaHUH JIPYTOM JTOKATU3AIIHUH.

B cpennem y 1 n3 100 manmeHToOB, CTpagarommx
3JIOKQYE€CTBEHHBIMU HOBOOOPa30BAHUSIMU
pasBuBaerca [IJIAD, 10XHO paciieHUBa€MbIN KaK
0oJie3Hb AlNbLTeliMepa.




Tsoxenas snunenTruyeckas SHIehaaTonaTus
IIKOJBHOTO BO3pacTa (IICEeBIOIHIIC(ATNUT)

Tsoxenas snunenTuyeckas dHIEPaTonaTys MKOIbHOTO
BD3pacTa

(DEVASTATING EPILEPTIC ENCEPHALOPATHY IN
SCHOOL-AGED CHILDREN - DESC) — ounarepaibHas
epUCUIbBUAPHAS SIIUJICIICUS, PA3BUBAIOIASACS Y ACTCH
IIIKOJIBHOT'O BO3PacTa ¢ HOPMaJIbHBIM Pa3BUTHUEM MOCIIC
TIATEIBHOIO SIUJICIITHYECKOIO cTaTyca (0T HECKOJIbKUX
OHEU 10 MecsLeB). JIaTCHTHBIN IIEpHOA HE XapaKTEPEH.
OTHUOJOTUYECKUN (PAKTOP HEU3BECTEH, TPUTTEPOM MOMKET
OBITH (PeOPUITUTET, JIMOO PA3BUBACTCS HA (DOHE MOITHOTO
OJIaroIoJIydnst

Knunauka: OOMUraTrHbIM SBJISIETCS Pa3BUTHE BTOPUYHOTO
TSKEJIOTO KOTHUTUBHOTO Aedunura (Jambaque et al.,
2005) Ha ¢oHe (hapMaKOPE3UCTEHTHOM CUMTOMATHY€CKOM
AMUICTICUH



Tsoxenas snunenTruyeckas SHIehaaTonaTus

IIKOJIbHOT'O BO3pacTa (IICEBIOIHIIE(PAIUT)

Jluarnoctuueckue kputepuu: (Y. Mikaeloff et al., 2008):
e 1¢cO10T B 4-11 €T y HEBPOJIOTMYECKHU 3A0POBBIX JICTEM

O HA4aJI0 C TUIIEPTEPMUH, JNIMTEIBHOTO DC € IOCIEAYOIUM
TIEPEXO0JIOM B JIATCHTHYIO SIMJICTICHIO O€3 JJaTEHTHOIO IEpHo/ia

® DJICKTPO-KJIMHUYECKUE MIPU3HAKU (DOKAJIBHBIX MPHUCTYIIOB,
YKa3bIBAOIIME HA BOBJIICUCHUE NIEPUCUIILBUAPHOU 00JIaCTH

®  HOpPMaJIbHOE IICHXOMOTOPHOE pa3BUTHE peOCHKA 0€3 MPHU3HAKOB
IIEpUHATAIBHOIO MOPAKEHU Mo3ra (10 Ae0rTa 3a00I€BaHMUs),
IIpY HEHPOIICUXOJOTNYE€CKOM TECTUPOBAHUH — MTOPAKECHUE
MeIn00a3aabHBIX OTJIEJIOB BUCOYHBIX JIOJICH

e MPT — arpodus runnokamioB

® B IIOJOBHUHE CIy4acB — BOBJICUCHHUE JOOHOM KOPHI (110 JAHHBIM
HEWPOIICUXOJIOTHYECKOr0 TECTUPOBaHMs, O JaHHBIM MPT)

®  OTCYTCTBHUE MH(EKIIMOHHOIO areHTa (0aKkTepuu, BUPYCOB U JIP.)

®  OTCYTCTBUE BPOKJICHHBIX U MPUOOPETEHHBIX META0OIMYECKUX
HAPYILIEHUN,YE€PEMHO-MO3TOBBIX TPABM, OITYXOJIEU U AP.
BO3MOXXHBIX OPraHUYECKUX MOPAKEHUN

HaTOMopcl())OJIOFHqGCKH IPU3HAKH BOCIIAJICHUS OTCYTCTBYIOT (Baxter et
al., 2003), ayTonMMYHHBIE€ PEAKIIUHA OTCYTCTBYIOT



Tsoxenas snunenTruyeckas SHIehaaTonaTus
IIKOJIbHOT'O BO3pacTa (IICeBIOIHIIEC(PAIUT)

Tepanus: B OCTpOM IIEPHOJIE — KYIIMPOBAHUE SMHUCTATyCa I10
IPOTOKONY (KparlHssl pE3UCTEHTHOCTh KO BceM ADII,
TI_(IPpTI/IKOCTepOI/II[aM, MMMYHOIJIOOYJIHHAM,

na3Modepesy). bapouTypoBBIM HAPKO3 — €AMHCTBCHHBIN
METOJ KynupoBaHus IC, BO3MOXKHO IIOCJIE
KOMOHMHHUPOBAHHOI'O MMPUMEHEHHS OCH30/IMa3CIIMHOB U
KOPTUKOCTEPOUI0B. CMIITOMATHYECKAs SIUJICTICUS —
PE3UCTEHTHA K TEpAuM, MPEenaparbl BLIOOpA —
KapOaMa3€IrH, OKCKapOa3enrH, TaKKE — BaJIbIIPOATHhl,
TOIMpPAMAT, JICBETUpALlCTaM, IMperadaairH — B
KOMOMHHUPOBAHHOM TE€paIvu, a Takxke (P€HUTOHH
5-12 Mr /Kr/CyTKH.

[Iporuno3: CmeptHOCTh Ipu 3nuctaryce 50%, y 1/3 npu
BBIXOJIC U3 JMUCTATyCa PAa3BUBACTCA XPOHUUYECKOE
BEr€TATUBHOE COCTOSIHUE, Y BBDKUBIIIUX BOZHUKAKOT
TshKeJbIe HapyieHus BI1D, nepcuctupyrort
SIMUJICTITUYECKUE TPUCTYIIBI.



[ IppoHOBBIEC 3a00JIEBaAHMS

e TpaHCcMHUCCUBHBIC CIIOHTU(OPMHBIC SHIIC(DaTONaTUN
(TC3) — 510 yHHKaJIbHBIE IIPUOHOBBIC 3a00JICBAHUS

+KHBOTHBIX 1 JIFOAEH, KOTOPbIE MOTYT OBITh
HACJICICTBEHHBIMH, CIIOPAIMYCCKUMHU 1
MH(DEKIIMOHHBIMHU.

e OHHU MMEIOT JJUTEIBbHBIN NHKYOAIMOHHBIN IIEPHO/I.

e lIX CUMIITOMBI CTAaHOBSTCSI OYCBUAHBI, KOIIA JICUCHUE
IIPOBOJUTH YK€ MO3HO U COCTOSHHUE OOJILHOIO
CTPEMUTEIIHHO YXY/IIASTCH.

e Bce npuoHoBbIE 00IE€3HU CMEPTEIbHBIC, B HACTOSIIEE
BpeMs 3O PEKTUBHBIX METOJIOB HX JICUCHHUS HET.



CrioHruOpMHBIC TPAHCMHUCCUBHEIC
SHIIEC(PaTonaTum

Kypy — y JItoAeH

Obrubs cnoHruogopmuas sunedanonarusa (bCHO) —y
KPYIHOT'O POraroro CKoTa

oone3np Kpentndenpara-Axkooa (bKA)

oones3ss I epctmanHa-1ITporicaepra-Illeitnkepa
(I'LLILL)

(aranbHas ceMmeriHast nHcoMHus (PCI)

CKPEIU — Y OBEIL U JP.



[ ' yOkoOOpa3Has sHLe(haIonarus
KPYIIHOI'O pOraToro CKoTa

Kopoeve 6ewencmeo — uelipogereneparuBHas NPUOHHag 601e3Hb,
IPUBOISAIIAS K HEOOPATUMBIM, JI€TaJIbHBIM U3MEHECHHUSM B TOJIOBHOM
Mo'gre 3apAKECHHBIX )KHUBOTHBIX

NHKyOalMOHHBIN IIEpUOd OKOIO0 4 JeT
IlepenaeTcs pu ynoTpeOICHUH B TTUIIY Msica OOJIbHBIX )KUBOTHBIX

Bri3biBaeT CKPENNUBEI3BIBAET ckpeiiny y oser 1 601e3Hb
Kpenudenbaa-Akoba (nossiii Bapuant, vCID, nvCID) y moneit

Bnepssie 0b110 3adukcupoBaHo B Benukoopuranuu B 1986 romy. C
koHIIa 1980-X KOpoBbe OCIICHCTBO OBLIIO OOHAPYKEHO Yy 00JIee yeM
179 ThIC. TOJIOB KPYIIHOTO pOraToro ckora B Beankooputanuu

Tax:xe 0o1e3Hb OOHapyKEHa y COTEH KOpoB B Upnanaun, @paHimu,
[Topryranuu, llIBenuapnu, Mcnanuu, I epmanun. Peructpupyrorcs
CAMHUYHBIE CIIyYau B IPYrUX CTPaHax

Ha depans 2009 ObUIO BBISIBIEHO 00JI€€ IBYX COTEH CMEPTEH JHOIEU
OT HOBOTO BapuaHTa 0one3nu Kpenndenbaa-Akooa



daranpHagd ceMelHasa 0€CCOHHHUIIA

Fatal family insomnia, FF1 — penkoe Hen3aeuumoe
HacJEJACTBEHHOE 3a00JIEBaHUE, IIPH KOTOPOM OOJILHOM
YMHUPAET OT O€CCOHHUIIBI

ITepenaércas AOMUHAHTHbLIM F'€HOM, u3BecTHO Beero 40
ceMel, NOpaKEHHBIX ATON 0O0JIC3HBIO

OTKpbITa UTANBIHCKUM JOKTOpOoM MrrHamuo PoritepoMm B

1979 rony

B konre 1990-xB konne 1990-x, naeHTHGUIHpOBaIH
MYTAaIMI0, OTBETCTBEHHYIO 3a 00JI€3Hb-B KOAOHEB KoHIE
1990-x, naeHTH(OUIMPOBAIN MYTAIK0, OTBETCTBEHHYIO 34
0one3nb-B kKoxoHe 178 rena PRNPB konme 1990-x,
HUJICHTA(PULIMPOBAIIM MYTaLIMIO, OTBETCTBEHHYIO 3a 00JIC3Hb-
B kojgoHe 178 rena PRNP, naxomsmerocs B 20-u
Xpomocome, aCnaparnHB koxie 1990-x,
MUJICHTA(PUIIMPOBAIIM MYTaILIMIO, OTBETCTBEHHYIO 3a 00JIC3Hb-
B kojgoHe 178 rena PRNP, naxomsmerocs B 20-u
XpOMOCOME, acraparvH 3aMeHEH Ha aCNaParMHOBYHO

viaArnAT™\/D rr-Arrrra 1OQOOQN ~ TXTI'D‘I'T"FTXI"'\TITTTIY\(\DO TTTYTY ARAXT T OTTITYITN




darajipbHasa ceMerHasa 0€CCOHHUIIA

Kananuecku BeinendroT 4 ctaauu 3a00J1€BaHUA:

e IlepBric 4 Mecsa XxapaKTEpU3YIOTCS HapaCTAOIICH
CCOHHMIIEH ¢ NIAHNYECKMMUN aTaKamu u podusmu. Bo
BTOPOM CTaJIMU (OKOJIO S5 MECAIEB) K BBIIICOMMCAHHBIM
CUMIITOMAaM MpuCOeANHA0TCA [A/JTIOUNHALINN

e Cuenyromue 3 Mecsia a0COJIOTHO PE3UCTCHTHAS
OE€CCOHHHIIA COMPOBOXKAACTCS BhIPAKECHHBIM
NOXyJaHUEM, HapyIIaeTCs peub, OTCYTCTBYET peaKius Ha
BHEILHUE Pa3ApaKUTEIIH

e B cpeaHeM depes moiarojia HaCTynaeT CMEPTh
e JlcucHMs HET, CHOTBOPHBIC CPEACTBA HE IIOMOTAIOT

e (OCHOBHBIM HaIpaBJICHUEM HUCCIICAOBaHUS 3a00ICBaHUS,
Ha CETOOHSAIIHMU JICHb, SIBISICTCI FEHHAA Tepanus




C-Mm I'epctmanna-IITpayccaepa-Illernakepa

Gerstmann-Strdaussler-Scheinker syndrome (momoctpast ryouaras
sHIedanonarus, Tun ['epmtmana-IlTpayciepa (subacute spongiform
encephalopaty, Gerstmann-Straussler type) - oTHocuTCS K
HH‘CF‘BI[CTBGHHBIM (BpOKJICHHBIM ) IIPUOHHBIM 3a00JICBAHUSAM,

J

BbI3BAHHBIM MYTALUMEN TeHa MPUOHOBOIO MPOTEUHA.

3a c4eT MyTalli MMPUOHOBBIC MIPOTEUHBI 00JIEE MOABEPKEHBI
CIIOHTAHHOMY M3MEHEHMIO ITPOCTPAHCTBEHHOU KOH(PUTYypaluu U
IIPEBPAIICHUIO B TPUOHBI C OCCKOHTPOJIBHBIM Pa3MHOKEHHUEM U
HAKOTIJICHUEM.

K 310l rpymnmne 3a00JI€eBaHUN OTHOCATCS TaKKE HACAE0CMBEHHAs
gopma bonesnu Kpeumughenvoma-Arkoba (Creutzfeldt-Jakob disease -
fCJD) u cemetinas pamanvras uncomnus (familial fatal insomnia -
FFI), koTopbl€ SBISAIOTCS aJUICIbHBIMHA COCTOSTHUSIMU O OTHOIIIECHHIO

K GSS.

DTUOJIOTUYECKUM (PAKTOPOM BO3HUKHOBEHUS SIBJISIFOTCS TPHUOHBI,
KOTOPBICBO3HUKAIOT 3a CUeT MYTALIUW reHOB, KOAUPYIOIIUX
nproOHOBBIE TPOTEUHBI (PRNP)




C-Mm I'epctmanna-1lITpaycciaepa-lllerinkepa

CumnTaercs, 4yTo 3a0oaeBaHue Berpedaercsa y 1-10 yenoBek Ha KaxKabIe
100 MUIITMOHOB.

Berpewaemocts 1 ciydan Ha 1 MHIJIHOH B TOJI
OnucaHbl ciiydyau 3a00JI€BaHUS BO BCEX ATHUYECKUX I'PyIIax
BceTpeuaercs y aun B Bo3pacte 20-60 jiet

CpenHsis TpoaoIKUTEILHOCTD 00JIE3HU COCTABISICT 59,5 MecsIIeB,
IIOCJIE YETO HACTYIIAET CMEPTh.

JleOrotupyeT y B3pocibix nocie 30 JIET ¢ HOCTEIEHHO HapacTarome
IW3aPTPHUU U MO3KECUKOBOU aTaKCUH, 3aTEM IIPUCOCTUHSIECTCS
IPOTPECCUPYIOIIAsl IEMEHIHUS - HapyIIEHHE NIaMsATH, HapacTaHHe
M3MEHECHUM JTUIHOCTH.

CMmepTh HAaCTymaeT y BCeX MauueHToB B TeueHue 2-10 jgeT oT Hayana
KJIMHUYECKOM KapTUHBI. B BelecTBe Mo3ra MpOUCXOIUT MHTCHCUBHOE
OTJIOKEHUE aMUJIOWTHBIX OJISIIIIEK.

GSS nporekaeT Kak aTUIUYHBIA BapyuaHT 0ose3Hu KpenTidenpara-
Sxo0a, HO oTinyaeTcs 0osee paHHUM HadanoM (20-30 jeT), OobIIeH
IPOIOJKMTEILHOCTBIO 3a00/IEBAHMS U BEIPAXKEHHON MO3KEUKOBOU
aTaKCHUEH.

BGI[}’H.[I/IMI/I KIIMHNUYCCKUMH CUMIITOMAMMU SABJIAIOTCA aTaKCHA,
AN3aPTPpUA, UISMCHCHUA JIMYHOCTH, CJICIIOTA, HAPYILICHUA
9YBCTBUTCIIbHOCTHU, ICMCHIIHAI.



bone3np Kpentudenbpara-Axkooda

e [IproHBI pacopoCTPaHAIOTCSA B HEPBHOM CUCTEME, TKAHAX

[1a3al Iprons! pacipocTpaHsAOTCS B HEPBHOU CUCTEME,

TKaHAX IJ1a3a U JTUM(PATUUYCCKUX TKAHSIM, BKIOJas
MUHOAIUHbI] IprnOHBI pacpOCTPaHAOTCI B HEPBHOU

CUCTCMC, TKAHX IJId3d U J’II/IM(I)&TI/I‘ICCKI/IX TKAHAM,

BKJIHOYasi MUHIAJIUHBI, CENE3EHKYI [prnoHbI
pPACIpPOCTPAHAIOTCS B HEPBHOU CUCTEME, TKAHAX IUIa3a U
ITMM@aTUYeCKUX TKaHSIM, BKJIIOYas MUHIAIWHEL,
CEJIE3EHKY, a TaKXkKe B C/1IENOWN KULLIKE. HauGonbmee

KOJIMYECTBO UX HAXOIUTCSA B HEPBHOU CUCTEME, a
HauMEHbIIIee — B JTMM((pATUISCKOM TKAHH.

e [[oka He ObLT 3aPErUCTPUPOBAH HU OJIMH CIIy4Yau IepeHoca

Y - A A WY @ S =



dopmbl bKA

Haubonee W3BECTHOM W3 MIPHUOH-aCCOLMUPOBAHHBIX
3300€¢BaHnM sBIIsieTcs Ooiie3Hb Kpenndenpna-Akooa,
ﬁiﬁopaﬂ IpeACTaBICHA CICAYIOIUMHU (DOPMaAMU:

* CIIOpaJuYecKas

* CEMEHHAsA

* ITPOTCHHAS

 HOBBIM BapuaHT bKS (HBBK )

Bcee atu popmel bKS v 3apas3Hsbl, U cMepTEIIbHBI.

OpHako HauOOJBIIYIO ONACHOCTh B IJIaHE Pa3BUTHUSA
MHUASMUMN MPEACTABISAIOT ABE MNOCIeAHHE (HOPMBI —
ATPOrCHHAS 1 HOBAs (aTUIIMYHASA).



Cranuu 3a00J1eBaHUsd

1. IIpoapoMaJibHBIN NEPUOT — CUMIITOMbBI HECTIENU(DUYHBI U
BO3HUKAIOT TpUMEpHO y 30% O0onbHBIX. OHU MOSBIISAIOTCS 3a HEACIU U
MECHIbI 10 BOSHUKHOBEHUS TIEPBBIX MPU3HAKOB JICMEHIINU U
BKIIKUAIOT ACTEHUIO, HAPYIIECHHUS CHA U aNlleTUTa, BHUMAHUS, TaMATH
Y MBIIIJICHUS, CHUKEHUE MAcChl TeJla, OTEPO JIMOW 10, U3MEHEHUE
[IOBEICHMUSL.

2. UHuIHAJIbHBIA MIEPUO — JJIS IEPBBIX MPHU3HAKOB 3a00JI€BaHUS
OOBIYHO XapaKTEPHbI 3pUTEIIbHbIC HAPYIIICHUS, TOJOBHBIC OOJIH,
TOJIOBOKPYKEHUE, HEYCTOUYUBOCTD U MAPECTE3UU. Y OCHOBHOM YaCTH
OOJIBHBIX MOCTEIIEHHO Pa3BUBAETCS, PEIKE — OCTPHIN WM ITOJ0CTPHIN
IEOIOT.

3. Pa3zBepHYyThIil epHoJ — OOBIYHO OTMEUYAECTCS MPOTPECCUPYIOIINI
CHACTUYECKUM Napajind KOHEYHOCTEH C COMYTCTBYIOIUMMU
IKCTpaNMpPaMUIHBIMU 3HAKaMH, TPEMOPOM, PUTUIHOCTHIO 1
XapaKTEPHbIMU JIBUKCHUSIMU. B Ipyrux ciydasx MOXKET OTMEYaThCs
aTakcusi, MMaACHUE 3PCHUS W MbIIIeYHas GUOPHUILISILINAS U aTpOPus
BEPXHETO JBUTATEIIbHOTO HEMPOHA.

4. TepMUHAJBHBIN MEPUOT — TKEIAs JEMEHIIUSA BIUIOTH 10
Mapa3ma. Bce mpruoH03b1 — OBICTPO MPOTrPECCUPYIOIIHE 3a00ICBaAHHUS.




JlnarnHoctuka bKA
OnpeneneHHada bK4:

e XapaKTepHasi HeBpoJiornyeckas n Mopdosiormyeckas B TOM
Yyncne NaTonoro-aHaToMnyeckast 1 Hempopaauoornyeckas
CMMNTOMATUKA
-ﬂfDTea3ope3MCTeHTHbu‘/’| PrP (no aaHHbIM Western-6n10TTuHra)
e BbiSIBNIeHNE CKpann-accoLmMmpoBaHHbIX Gnbpun

BeposaTHaa bKA:
* Nporpeccmpyluas AeMEHLNSA
* XapaKTepHbIM I3M-naTTepH (Ana cnopaanyeckon bKA)
* MO KpanHen Mepe, 2 NpuU3HaKa U3 HUXKENEPEUYNCTTEHHDIX:
MWOKJIOHYC, YXYALUEHNE 3PpEHUS, MO3XKEYKOBAS CUMMTOMATUKA,
NMMpaMUAHbIE NN SKCTPannpaMnaHblie CUMATOMBI,
aKMHETUYECKNUN MYTU3M

Bo3mMoxxHasa bKA:
e Mporpeccupytowlas aeMeHums
® HETUMNWYHbIE n3MeHeHns Ha I3l (nnn 33 npoBecTu
HEBO3MOXHO)
* MO KpanHen Mepe, 2 NpuU3HaKa U3 HUXXENEPEUYNCTTEHHDIX:
MWUOKNOHYC, YXYALUEHNEe 3peHNs, MO3KEYKOBAS CUMNTOMATUKA,
NUpaMUAHbIE UM 3KCTpanupaMuUaHble CUMMNTOMbI,
aKMHETUYECKUU MYTU3M
e MPOAOKUTENBbHOCTb 3abosieBaHna — MeHee 2 neT



Jlnarnoctuka bKA

XapaKTEPHBIC JaHHBIC MArHUTHO-PE30HAHCHOM TOMOIpapuu
(MPT) ronoBHoro Mo3ra (0COO€HHO Ha MO3HUX CTATUSIX
pa3BUTHUA 3a00JICBaHMA )

NO3UTPOHHO-dMHUCcHOHAas ToMorpadus (I119T) (menee
I/IEEOPM&TI/IBH&)

201" (cienuuyHAs IS CIOPATUIECKON (DOPMBI)
HEMPOIICUXOJOTHIECKOE TECTUPOBAHUE (HAIPUMEDP, MEHEE
24 6amoB 1o kparkou mkaie MMSE)

ananu3 L{CXK

NPYKU3HEHHAs OMOIICHS MO3ra

MOP(OJIOTUYECKOE U TUCTOJIIOTHYECKOE UCCIIEIOBAHUE
TKaHEW TOJIOBHOTO MO3ra (KOPbI, HOAKOPKOBBIX SIJIEP) MPHU
ayTOIICHH (IIOCMEPTHAs JUArHOCTHKA)

AMEIOTCSA co00Iennsa o nuarsoctuke bKS ¢ momMomibio
MOHOKJIOHAJIbHBIX aHTUTE

I'ern PRNP gBnsercst etMHCTBEHHBIM U3BECTHBIM I'€HOM,
ACCOIMMUPOBAHHBIM C HACIECAYEMBIMU IMTPUOHOBBIMHU
3a00JICBAaHUSIMU



JlnarnHoctuka bKA
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JlnarnHoctuka bKA

 Anaquz CMIK (1romOanbHass DOYHKOMS —JOJDKHA

IIPOBOAUTHCS BO Beex cinydasx bKS) — m.0. HeOoabIoe
OBBIIIICHHE ypOBHS Oenka (HO He Oonee 100 mr/mn);

%%Hbzm OUACHOCMUYECKUM Kpumepuem S6Jsaemcs
yposenv mapkepa BKA 6 nukeope - namonocuueckux
oenxos 26 u 29 kDA u HeliponanvHOU cneyuguieckou
9HOAa3bl, 0cobenno benxka 14-3-3 (4yBCTBUTEIBLHOCTD U
CIIeIU(UUHOCTD 3TOro Tecta npesbiiact 90%).

 [IpoBeacHNE NPUKU3HEHHON OMOIICUHA MO3Ta
BO3MOKHO B CJIy4ae HESCHOIO JUarHo3a v Ipu
HaJIMYMY MTH(HOPMUPOBAHHOTO COMIACHUS CO CTOPOHBI
POACTBEHHHUKOB HJIK OIIEKYHOB B CIIy4ae
HEeJIeeCIOCOOHOCTH HAIUCHTA; 8 NOCleoHUe 200bl Ol
IMUX Yellel UCNONb3YemCsl OUONCUSL 2TIOMOYHOU
MUHOGQIUHDL.



1.

2.

JIeueHue IpHUOHOBBIX 3a00JICBaHUI

HEOOXOIMMO OTMEHUTH BCE JICKAPCTBEHHBIE MPEMapaThl,
KOTOPBIE MOTYT HETAaTUBHO BJIMATH HA MHECTUYECKHUE
YHKIAU U TIOBEACHUE MAllUCHTA
PAAUIIMOHHBIEC TPOTUBOBUPYCHBIE CPEJICTBA AMAHTAIVH,
MHTEP(EPOHBI, TACCUBHAS KNMMYHHU3AIMs U BaKI[MHALMS
YEJIOBEKA M JKMBOTHBIX HEA(P(DEKTUBHEI
IIPOBOAATCS MccIeaoBaHUs 00 3(h(HEKTUBHOCTU
Quinacrine u Flupirtine, KoTopbie paHee HE MPUMEHSINCH
y aroaen u paspeinieHsl B Benukooputanuu u CIIIA
bpedenaun A, pa3pyiias anmapat ['oabmKu,
IpEenITCTBYET CHHTE3Y PrPSc B mH(MUIIMpOBaHHOM
KYJIBTYPE KIIETOK
OJIOKAaTOPHI KaIbIUEBBIX KAHAJIOB, B YaCTHOCTH NMDA -
pPELEITOPOB, CLIOCOOCTBYIOT 00JIee NIUTCIBHOMY
BbDKHMBAHHIO MH()UIIMPOBAHHBIX HEMPOHAJIBHBIX KYJIBTYP
IIPOBOJUTCS CHMITOMATHYECKas TEPaIus




Jleuenue bKA u npyrux npuoHOBBIX

3a00J1€BaHNM
* bKJ xapaktepusyerca OTCyTCTBUEM UMMYHHOIO

"ETBeTa Ha IPHOHOBYIO HH(PEKIUIO. ITO CBI3aHO C
TeM, 4TO HopMalibHas popma PrPC Bcera
IIPUCYTCTBYET B OPTaHU3ME, B TOM 4yucCJiie B - u B-
TUM@OoIUTaXxX

* Bakmunaimus pekomOuHaHTHBIM PrP nepen nnm cpasy
OCJI€ MH(PEKIMY U TTaCCUBHASI UMMYHHU3AIHS
AHTUTEJIAMU IPOTUB HEKOTOPHIX 3NUTONOB PrP

IIPUBOAUIIN K I/IHFI/I6I/IpOBaHI/IIO PCILUINKAIINHU IIPUOHA



PesucreHTHBIE YITUJICIICUU

CumntomaTnyeckas (pokaabHasl SIUJICIICUS COCTABIISICT
52% ot Bcex popm snuinerncuu. [lpu pokanbHOU
MJICTICUM JIOJISl PE3UCTEHTHBIX (hopM HanboJjee
BbICOKA 1 gocturaet 40-45%, mpu ToM Ka4yeCTBO
*KU3HU NAIIEHTOB OCTACTCS HEYIOBICTBOPUTEILHBIM

(3enkos JI.P., 2002).

e [lo nanubiM Ilerpyxuna A.C., OTHOCUTEIBHO
PE3UCTEHTHBIC SIUICIICUH COCTABIISIIOT A0 35%
CJIy4aes.

e [lo nanueiM B.A. Kapnosa, 2008, aOCOIHOTHO
PE3UCTEHTHBIE (POPMBI COCTABIISIIOT 11% y OOJBHBIX C

SIMICTICUEH, a BCETO PE3UCTEHTHBIX OOJIbHBIX —
37,7%; Koporkux M.IO., 3enkosa JI.P., 2004, - 10%.



Kputepuun pe3suCTEHTHOCTH

e OrcyrcTBHE 3OPEKTUBHOCTH MPH TEPAITUHU Oa30BBIMU
ADII B BO3pacTHBIX JO3UPOBKAX, CHUKEHUE YKCIa
‘ npucTynoB MeHee ueM Ha 50%.

e OTCyTCTBHE KOHTPOJIS HAJ IIPUCTYIIAMU IPU
NpUMEHEHUHN ABYX 0a30BbIX ADII B Buje

MOHOTEpAIMY WA B KOMOMHAIIMY C OJHUM U3 HOBBIX
ADII (Ilerpyxun A.C.).

e Drug-Resistant Epilepsy: Failure of adequate trials of
2 tolerated and appropriately chosen and used
antiepileptic drug schedules (whether as

monotherapies or in combination) to achieve
sustained seizure freedom (ILAE, 2009).



MopdodyHKIIMOHAIbHAs OCHOBA
PE3UCTEHTHOU AIHJICTICUA

® Y4acTku (POKaJIbHBIX KOPKOBBIX JUCILIA3UNA T€HEPUPYIOT
BL{fOKO&MHHHTYI[HBIG AHOMAaJIbHOM MOJAJIbHOCTH
OMOMOTEHIINAJIBI, KOTOPBIE IIPOOMBAOT HEUPOHHBIE CETH U

BBI3BIBAIOT CJI0KHO-IAPIHAIbHBIC IPUCTYIHI (110 JaHHBIM
B.A. Kapnosa, 2008 — 9%; Bautista J.F. et al., 2003 — 40%)

® YYacTKHU CKJIEPO3a B BUCOUYHBIX JIOJIIX HE YCBAUBAKOT
[JIyTAMWH, INIMAJIbHBIE KJIETKHU HE nponynupyoTr TAMK, a
KOP3UHYATHIC KIIETKH 3aMbIKasd HEUPOHHHBIE CETH, HE
CIIOCOOHBI TACUTh HEUPOHHBIE PA3PSIbI

e [Ipo1iecchl B HEPBHOU CUCTEME IPU XPOHUUYECKUX U
MEIJICHHBIX HH(EKIIHUIX



[ I[ppunHBl pE3UCTEHTHOCTH

OOBEKTUBHBIC
[ pyObIil CTPYKTYpHBIN JI€(DEKT TOJIOBHOTO MO3ra

[IporpeccupoBaHre HEBPOIOTUYECKOTO 3aQ0JI€BaHUS (JIETCHEPALINH,
XPOHMYECKHE dHIEe(hanuThl, MeaAacHHbIe HI

['eHeTHYEeCKHE (PAKTOPRI: MYJIBTUICKAPCTBEHHBIE TPAHCIIOPTEPHI,
rurnoresa «MmuiieHn» (B.A."Kapios,

['nore3a «HEPBHOM CETU» - MPEOOIIANAHNE MyJ1a BQ30YKAAOIINX
HEUPOHOB HaJl mysioMm Topmossimux (B.A. Kapnos, 2008

Kindling-mexanu3m (B.A. Kapios, 2008) u apyrue.

Pa3Butue ToN€paHTHOCTH

DaKTOphI P{Gﬁ/ICECO%I%OCTI/I ((OTOCEHCUTUBHOCTh, KATAMEHUAILHOCTD
H.,

— Bnacos
CyObeKTUBHBIC

HenpaBuiabHbl Auardo3 (HETOYHAsl JMarHOCTHUKA OT/ACIbHBIX THUIIOB
IPUCTYIOB, OJIUIIparMasus)

HenpaBuibHOE Ha3HAUCHUE Mpenapara (arrpaBaHT U Jip.)
HeanexBarHasi 103upoBKa, HEADPEKTUBHBIN JKEHEPUK

HeBbinoaHEeHNE NalueHTOM PEKOMEHAAIUM (M. OBITh
IICEBIOPE3UCTECHTHOCTD )



3aKJII0UcHUE

«PeKoCTh» HEBPOJOTHYECKOTO MU KaKOro-I11u00 MHOIO
3a00JIEBaHUS HE JOJDKHO OBITh IIPUYHMHOM OTCYTCTBHS
TUArHOCTUYECKOTO MOMCKA 1, B KOHEYHOM UTOTIE, -
[IOCTAaHOBKM JMarHo3a M JeUeHHUs MalueHTa!

Takum 0O6pa3oM, pe3yabTaTUBHOCTh U 3(D(HEKTUBHOCTH
JICYEHUST PE3UCTEHTHBIX (DOPM AIMIICTICUH 3aBUCUT HE
TOJILKO OT MPaBUJIBHO MOA00OPaHHONW KOMOWHALIMHT
ADII, HO U, TTIaBHBIM 00pa3oM, OT IOCTOBEPHO
YCTaBJICHHOM IPUYMHEBI PE3UCTCHTHOCTH.



