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IIpakTnuyeckoe 3ansaTue Nel
Tema: ODOxcrpanupamMugHas CUCTEMA, CUMIITOMBI M CHHJIPOMBI IOPAXEHUS.
Koopaunanus 1BUKEHUN U €€ PacCTPOICTBA.
Pa3HOBHAHOCTD 3aHATHSA: IPAKTUYECKOE.
Metoabl oO0ydyeHHsi: OOBSICHUTEIBHO-UUIIOCTPATUBHBINA,  PENPOTYKTUBHBIH,
METO/1 MPOOJIEMHOTO U3JI0KEHHSI, YaCTUYHO-TIOMCKOBBIN, UCCIIEI0BATEIBCKHIMA.
3HayeHHe TeMbl (AKTYyaJIbHOCTh HM3y4aeMou MpoOJeMbl): SKCTpanupamMuiaHbie
paccTpoiicTBa — HauOoJiee YacTO BCTPEUAIOWIAsCs TMAaTOJIOTUA TNpu OOJIe3HU
[lapkuHCOHA, pa3IUYHBIX 3a00JEBAHUAX HEPBHOW CHCTEMBI, OOYCIOBIEHHBIX
HapyIIEHHEM MO3TOBOTO  KpPOBOOOpAIIEHHS, UYEPEmHO-MO3TOBOMl  TPaBMOM,
HelpouHdekueH, JEMUETUHU3UPYIOIUMU 3a00JIeBaHUSIMU U ap.
KoopauHaTtopHble paccTpoOMCTBA — YACTO BCTPEYAIOWIASCS NATOJOTHUS IPH
pa3IMYHBIX 3a00JIEBAHUSX HEPBHOM CHUCTEMBI, TAKMX KAK HAPYIIEHHUS MO3TOBOIO
KpOBOOOpAIIICHHs, YEPEIHO-MO3roBasi TpaBMa, OMYXOJM TOJOBHOIO MO3ra,
HelpouHpeKIny, JeMUEINHU3UpYIoLe 3aboneBaHust U Ap. B cBsi3u ¢ 3tuMm
3HaHUE KJIMHUKU 3TUX Pa3HOOOpa3HbIX JIBUraTENIbHBIX PACCTPOWCTB U YMEHHE UX
JMarHOCTUPOBAaTh SIBJISIETCS AKTyaJlbHBIM B INPO(ECCHOHANBHON JESTENIbHOCTU
Bpaya.
®opmupyemblie komnerennum: [1K-1, [TK-5
MecTo npoBeieHUs M OCHAIleHHE MPAKTUYECKOI0 3aHATHSA: YueOHas KOMHATa
Ne 1 — KOMIUIEKT pa3aTOYHBIX MATEpPUATOB, KOMIUIEKT Y4YeOHOW MeOenH,
MOCaJI0YHBIX MECT, HOYTOYK, TPOEKTOP, IKPaH.
CTpyKTypa coep:KaHusi TeMbl (XpOHOKapTa MPAKTUUYECKOTO 3aHSATHS)

Orarnsl
[IponomxkutenbHocTh | ComepkaHue  dTana H
/T | MPaKTUYECKOTrO
(MuH.) OCHAIIIEHHOCTh
3aHITHS
ITpoBepka moceniaeMoCTH U
Opranuzanus poBep
1 5.00 BHEIITHETO BHUA
3aHITHS
00yJaroIMXCs
O3ByunBaHUE
9 DopMyIUPOBKA TEMBbI 10.00 MperojiaBaTesieM TEMbI U €€
U Lelen ' aKTyaJIbHOCTH, Henen
3aHATHS
TectupoBanue,
Kontponk mcxoanoro WHAUBUAYAJIBLHBIN  YCTHBIN
3 |ypoBus 3Hanuii wu | 20.00 M LY
. WM TIMCBMEHHBIN Ompoc,
YMEHHUI .
(GpOHTANBHBII OMPOC
PackpriTie eOHo-
P ya Uznoxenue OCHOBHBIX
4 neneBbix  Bompocos | 30.00 N
IIOJIO’KEHUH TEMBI
10 TEME 3aHATHUS




CamocrosTenbHas
5 | pabora o6yuaromntuxcs | 180.00
(TeKymuii KOHTPOJIb)

BeinmosHeHue
MPAKTUYECKOTO 3aJIaHUs

HUtoroBbeiidi KOHTPOJIb
6 |3Hanmii (nucemenHo | 20.00
WJIM YCTHO)

TecThl o TeMeE,
CUTYaIIMOHHBIC 33J]a41

Y4ebHO-MeToAMYECKHe
pa3paboTKu  CIEAYIOIIETO

3aﬂaHI/IC Ha AJ0M (Ha 3aHATHA U MCTOAHNYCCKUC

7 5.00
CIEeAYIOIIEE 3aHATHUE) pazpaboTku TUTSt
BHEAYIUTOPHOU pabOTHI 1O
TeMe
BCET'O 270

AHHOTanuUs (KpaTKoe COJAEP>KAHHE TEMBbI): SKCTpaUpaMUIHasl CUCTEMA SIBISETCS
(dunoreneTnyecku Oosiee IPEBHEW MO CPaBHEHHUIO C MUPAMHUIHON cucteMor. OHa
JIOTIOJTHSET KOPTUKAJIBHYI0 CHUCTEMY MPOU3BOJBHBIX JBHKEHUN, CIOCOOCTBYET
COBEPILICHCTBOBAHUIO KAayeCTBAa [JBWKEHUW - HWHBIMU CIIOBAaMHU, pPEryJIUpyeT
COIIACOBAaHHOCTh Pa0OTHl MBIIII-AHTATOHUCTOB, ABTOMATU3UPYET MPUBBIYHBIC
JBHWKEHUS, NOAJEPKUBACT MBIIICYHBI TOHYC. BoJloKkHa »KcTpanupamMuaHON
CUCTEMBI, TaK K€, TaK K€, KaKk M IHUPaMUIHOW, HPOXOIAT BJIOJb BCEU
uepeOpOCIUHAIBHON OCH OT KOPBI 10 HI>KHUX OTAEJIOB CIIMHHOI'O MO3ra.
DKCTpanupaMuHas CUCTEMA BKIIIOYAET CIEAYIOIIHUE CTPYKTYPBL: P KIETOYHBIX
rpynin OOJIbIINX NOJyIIapHi, TPEUMYIIECTBEHHO JIOOHOH 101H;

MOJKOPKOBBIE TAHIVIMM — XBOCTATOE SJIpO, CKOpJIyna 4YedeBUICOOPa3HOIo sjpa,
JaTepaibHbIN U MeuaIbHbIN OJIeIHbIC Aphl, cyOTamamuueckoe sapo Jlrouca;

B HOXKKAaX MO3ra — 4depHas CyOCTaHIMs M KpacHble sapa, siapa MeIUabHOTO
MPOJIOJIBHOIO MyYKa; B MPOIOJATOBATOM MO3I€ — OJIMBApHbIE SPA;

peTUKyIsipHast popMaliys CTBOJIA C BOCXOASAIMIMMHI U HUCXOASIIUMHU ITyTSAMH;
MO3KE€4YOK; IaMMa-MOTOHEHPOHBI CIIMHHOI'O MO3ra.

Mopdonornyeckn 1 (yHKIMOHAIBHO SKCTpalUpaMUHAs CHUCTEMa JEIUTCS Ha
CTPHAPHYI0 M NaUIMAapHyr. bosee ApeBHEN sBIsSETCA NauMIapHas CUCTEMA,
KOTOpasi BKJIIOYaeT OsenHble mapbl, sapo Jlionca, KpacHble sfapa U YEpPHYIO
cyoctanmio. bonee mMoi010# sABIsSETCS CTpUapHas CUCTEMa - XBOCTATOE SApO U
ckopiiyna. C MOSBIEHHEM NUPAMUIHONW CUCTEMBI CTPHONAJUIMIAPHAS CUCTEMA
HAUYMHAET €M MOJUYUHATHCS. Y Ka3aHHbIE CTPYKTYPhI SKCTPAIMPAMUIHON CUCTEMBI
MeXay co0Ol TecHO B3aMMOCBs3aHbl. (OCHOBHBIMH HHUCXOJAIIUMHU IMYTSMHU,
KOTOpbIE HAYMHAIOTCS OT fAJIep CTBOJIA, MPOXOJAT B CTON0AX COMHHOTO MO3ra U
3aKaHYMBAIOTCS Ha KIJIETKAaX MEpPEeJHUX POroB CIMHHOTO MO3ra, SIBISAIOTCS pyOpo-
CHIUHATbHBIN nyTh, PETUKYJIO-CITUHATIBHBIN nyTh, HUTPO-PETUKYJIO-
COIMHHOMO3TOBOM (OT YepHOM CyOCTaHUMM K HEHpoHaM CIHMHHOTO MO3ra),
NaJUIUI0-PETUKYJIO-CIIMHAJIBHBIA OT OJIeHOro Iapa), BeCTUOYJI0-CIUHAIbHBIN



nyTh. HelipoxuMnueckne MEXaHU3Mbl IEATENbHOCTH HKCTPANMPAMUIHON CUCTEMBI
OCHOBAaHbl Ha JEHUCTBUM HEHUPOTPAHCMUTTEPOB: Ao(PamMuH, aLETUIIXOJIMH,
cepoTOHMH. OCHOBHBIE CHUMMOTOMBI MOPAKEHUA MAUTUAAPHON  CHUCTEMBI
3aKJII0YAIOTCA B MPOSIBJICHUU AKUHETUKO-PUTHIHOTO CHHIPOMA. DTOT CUHIAPOM
XxapakTepeH st Oone3nu  [lapkuHCOHA, BTOPUYHOrO  MAPKUHCOHHU3MA
(cocyaAnCTOro, TOKCHYECKOT0, JIEKAPCTBEHHOTO, MOCTTPAaBMATUYECKOT0, BUPYCHOTO
U TOCTAHIEPAINYECKoro, TuApornedaInyeckoro M Jp), MHOXKECTBEHHON
CUCTEMHON  nereHepauuu. lIposBiseTcss  aKWHETUKO-PUTHIHBIA  CHUHAPOM
TUMIOKWHE3WEe  (oauro- W OpajJuKuHE3usl), TUINOMHUMHUEH,  MBIIICYHOU
PUTHIHOCTBIO, MTPOITYJIbCUSIMH, aXEUPOKHUHE3ZOM, IOCTYPATbHON
HEYCTOMYMBOCTBIO, TPEMOPOM MOKofA. [Ipm mnopakeHnMn CTpUApHOU CHUCTEMBI
XapaKTEPHO BO3HUKHOBEHHME PA3JIMYHBIX HENPOU3BOJIBHBIX HACUJIBCTBEHHBIX
JIBUKCHUM — THICPKUHE30B (TPEMOp, MBIIICYHAs JUCTOHUS, XOpes, THUKH,
reMuOaIIIu3M, aTeTo3, MHUOKJIOHHMHM) HAa (OHE MBIIMIEYHONH THUINOTOHUU. ITOT
CHUHJIPOM HOCUT Ha3BaHHE TMIIEPKUHETUYECKH- TMIIOTOHUYECKOTO CHUHApOMa M
MOXKET OBITh TMPOSBIECHUEM CaMOCTOSATEIBHOIO 3a00JeBaHMsI WM  OBITh
CUMITOMaTHYECKUM

Ha (OHE COCYIHUCTHIX, IOCTTPABMAaTUYECKUX, TOKCUUECKUX, HHPEKIIMOHHBIX U Jp.
(bakTopoB.

Mo03K€4OK pacroyIOKEH B 3aJHEW YEpElHON SIMKE, BIIEPEAM HEro JIeKar
IPOJOJITOBAaThIi MO3T M MOCT, CBEpPXy pacIoJIararoTcs 3aTbUIOYHBIE J0JIU
00JBIIOr0 MO3ra, OT KOTOPBIX MO3KE€UOK OTJAEJIEH IIyOOKOH IIENbl0, B KOTOPYIO
BKJIMHMBAETCS TBEpAas MO3roBas 000JI0OUKA — HaMeT MO3Keuka. MO3KeuoK
COCTOUT M3 4epBs — (PUIIOTEeHETHUECKHN 0oJiee NPEBHEN YacTH, U IBYX MOIyLIApUi
— Oonee HOBbIe oOpa3zoBaHusi. CHapyX U MOKPBHIT CEPbIM BEIIECTBOM (KOpPOH),
BHYTPH JIEKUT 0€10€ BEUIECTBO, IJI€ BCTPEUYAIOTCS CKOIJIEHUSI CEPOr0 BELIECTBA B
Bujie siaep. PaznuuaroT ciemyromue siapa: 3youaroe syipo - nucleus dentatus, siapo
matpa — nucleus tecti (fastigi), mpookoBumHOe sapo — nucleus emboliformis,
rapoBuHOE sApo — nucleus globusus.

C npyrumu otnenamu [THC mMo3xeuok CBsI3aH ¢ MOMOIIBIO TPEMs MapaMu HOXKEK.
Hoxku npencraBistor co00i CKOIISHUs TPOBOIAIINX My TEH:

HuxHME HOXKKHM MIIyT OT MPOJI0JIrOBATOr0 MO3ra K MO3KEUKY, 3/1€Ch PACTIONOKEHbI
NyTH, UAYIIHE K MO3KEUKY:

1. olivocerebellaris (oT omuMB - K KOpe MO3KEYKa, OTO NPOBOJHUK
AKCTpAUPaMUIHON CUCTEMBI)

2. vestibulocerebellaris (0T BecTUOYJISPHBIX siI€p K UEPBIO MOIKEUKA, B €r0 N. tecti
— PO 1aTpa)

3. reticulocerebellaris (0T peTukyasipHOM (pOpMaALIMU K MO3KEUKY)

4. bulbocerebellaris (mytu ot 3aaHUX cTOI00B ["0UIs M Bypnaxa — 3akaHYMBAIOTCSI
B UEPBE MO3KEUKA)

5. spinocerebellaris dorsalis ®nekcura (ot 3agaux poroB CM Kk 4epBIO MO3KEUKa)
CpeaHue HOKKHM MO3KeUKa COAEepIKar:

1. frontopontocerebellaris 2. occipitopontocerebellaris

BepxHue HOXXKH MO3KeUKa SBISIOTCA IMyTEM, [0 KOTOPOMY M3 MO3KEUKa B IpYTHe
otnensl [IHC uayt addepentHbie BoOKHA:



1. Kk MO3KeUKy UAET MyTh tr. spinocerebellaris ventralis (I'oBepca)

2. or Mo3xkeuka - tr. dentorubrospinalis - myre mo kKoTOpoMy M3 MO3KEUKa B
npyrue otaensl [IHC nayt

sbdepeHTHbIE BOJIOKHA (OT 3y04yaToro sapa MO3KE€YKa K KpacHOMY SApY
MPOTUBOIIONIOXKHON CTOPOHBI (mepeKkpecT BepHeknHKa); OT KpacHBIX sJep
HAaYMHAETCS PYOpPOCIMHAIBHBIA IyTh, BOJOKHa KOTOPOTO BHOBBH JENalOT
nepekpecT (nepekpect MOBUILIS), CIYCKAIOTCS BHU3 M UAYT B OOKOBOM CTOJIO€
COMHHOTO MO3ra, OKaHuuBasch Ha mnepenHux porax CM. JlaHHBIA myTh
YCTaHaBJIMBAET CBA3b MO3XKEUKA C MYCKYJIaTypoK).

Takum 00pazoM, MO3KEUOK HEMPEPHIBHO IMOJYYaE€T UMITYJIbCHI OT MBIIII] BCEro
TeNa, TJIa3HBIX MBI (Yepe3 BECTUOYISIpPHOE SAPO MO3IKEUOK CBSI3aH C SAPaMHU
[JIa30/IBUTATEIBHBIX HEPBOB IMOCPEACTBOM  33JHET0 MPOAOJBHOTO Iy4Ka),
BECTUOYJIIPHOTO aIIapara, ¢ 3KCTPANMUPAMUIHON CUCTEMOM, C KOPOMl TOJIOBHOIO
Mo3ra

CuMOTOMBI  TOpaXKeHUss  Mo3kedka. @DYHKUUMSMH  MO3KEUKA  SBISIETCS
NOJIJIEP>KAaHUE PABHOBECHS, MBIIIEYHOTO TOHYCa, KOOPAMHALMMU U cuHepruu. llpn
NOPAKEHNH BO3HHMKAIOT PACCTPOKCTBA:

paccTpoiicTBO MOXOJAKU - OOJIbHOM HIET Ha IIMPOKONW OCHOBE U MOIIATHIBASCH
(«TIbSTHAST TIOXOJIKAY).

[Ipu xonp0Oe OTKJIOHEHWS WIM JaXe TMaJeHus dalle ObIBaloT B CTOPOHY
MO3KE€YKOBOT'O TOPAKEHUS;

NHTEeHUNOHHOE ApOKaHUE - HAOIIOAAETCs IPU JBUKEHUU U OTCYTCTBYET B IOKOE.
Yame BeisiBisiercs npu [THIT u TIKII, HuCTarm npu nopaxeHusax MO3K€UKa 4Jalle
OBIBAET TOPU3OHTAIBHBIM, YEM BEPTHUKAJIbHBIM M POTATOPHBIM A/IUAJOXOKHHE3 -
IIPU MOMBITKE OBICTPO COBEPUIATH MPOTUBONOJIOKHBIE JBUKEHUS;

JUCMETPUS MO0 TUIY TUHEPMETPUH (PYKU BBITSIHYTH JIAJOHSAMU KBEPXY M OBICTPO
NEPEeBEPHYTh HMX - Ha CTOPOHE MO3KEUKOBOIO MMOPAaXEHHUsS ABM)KEHHE Oyner
MIPOU3BOJIUTHCS C M3OBITOYHOM pOTAIECH);

MHUMOIIONAAaHNUE MTPU KOOPAUHATOPHBIX MPo0ax Ha JUMHAMHUYECKYIO aTaKCHUIO;
pPacCTpOMCTBA PEYH - CKAHIUPOBAHHAS PeUb (PeUb TEPSET IIIaBHOCTD)

TMIIOTOHUS MBIIIILL;

pPacCTpOMCTBO TIoUepKa - Merajiorpadust (CIUIIKOM KPYIHBINA, HEPOBHBIN );
CUMITOM OTCYTCTBHUSI «OOpaTHOIO TOJIYKA» 3a CUET HapyLICHHUs WHHEpBaLUH
MBIIIILI- aHTarOHUCTOB - YJap B TPY/ib;

TOJIOBOKPYKEHUE.

[TopaxkeHre 4epBsi MO3KEUKA BBI3BIBAET CTATUYECKYIO aTaKCHIO, B MOJYyIIApUN —
JUHAMUYEeCKyto. JIns AMarHOCTUKM CTaTMYECKOW AaTakCUU MPOBOIAT MpoOy
PoMOepra ¢ OTKPBITBIMH U 3aKpbITBIMU TJla3aMH, MpoOy Ha aCHHEPIHIO
babuHckoro, uccienyor cumnTom oOpatHoro Ttomuka CrroapT-Xonamca. Ilpu
BBISIBJICHUN JVUHAMUYECKON aTaKCUU OINPEAEISIIOT MaJIblIe-HOCOBYIO M IATOYHO-
KOJICHHYI0 Tpo0y, Mpo0y «Hajlen-MoJIOTOK», NpoObl Ha  aJAHaJ0XOKUHE3,
JTUCMETPHUIO, BOCCTAaHOBUTENbHYIO mpoOy Illwnbnepa, rpaduueckue mpoObl Ha
BBISIBJICHHE Merajorpagpuu.

Boiaensitor crnenyromuye BUABI aTaKCUW: JIOOHAas — HEBO3MOXKHOCTH XOJbOBI U
CTOSIHUA (QypallljiiBasl MOXOJKAa), BUCOUHAs aTakcus (IMOpa)xaroTcs UAYIINUE 31€Ch



myTH occipitopontocerebellaris), Mmo3keukoBasi (Ha IIMPOKONW OCHOBE, HAPYIIACTCS
paBHOBECHE - MOXOJKa MBSHOTO), 33JHECTOJIOOBas (CEHCUTHBHAS) — BO3HHUKACT
WIA 3HAYUTEIFHO YCUIIMBACTCS MPH BBIKIIOYCHUH OpraHa 3peHHs, BECTUOYISIpHAS
— TIOIIaThIBaHUE TIPU XOAb0e, TaJIeHNe

B CTOPOHY TIOPaXCHHOTO JIAOUPUHTA, HUCTArM, TOJIOBOKPYKCHHE, TOITHOTA, PBOTA,
byHKIIMOHATBHAS (TIPH UCTEPHUN).

IIpumepnas tematuka HUPC no teme

1. TMapkunconusm mmoc. AuddepeHunansHplii Hartos.

2. Xopes ['eHTHHTTOHA.

3. Bunel atakcuii mpy mopa)k€HUH rOJIOBHOTO U CIUHHOTO MO3Ta.
4. Mo3zxkeuok. AHaToMusi. CUMIITOMATHKA OPAKEHUST MO3KEUKa.
5. DcceHIManbHBIN TpeMop.

OcHoBHas JuTEeparypa

1.

Hesposorus : Ham. pyk. : kpat. usn. / ri. pen. E. W. T'yces, A. H. KonoBanos,
A. b. I'ext. - MockBa : [DOTAP-Menua, 2018. - Tekcr : anextponnsiit. - URL:
http://www.rosmedlib.ru/book/ISBN9785970444054.html

Hesposorus : HannoHaiabHOE pyKOBOACTBO : B 2 T. / pen. E. U. I'yces, A. H.
KonoBanos, B. M. CkBoproBa. - 2-e¢ u3zd., nepepad. u mgom. - Mocksa :
I'DOTAP-Menua, 2022. - T. 1. - 880 c. - Tekcr : anexkrpoHHbId. - URL:
https://www.rosmedlib.ru/book/ISBN9785970466728.html

Hesponorus : HaruoHaiabHOEe pykoBOACTBO : B 2 T. / pen. E. U. I'yces, A. H.
Konosanos, B. M. CxkBoproBa. - 2-¢ m3zd., mepepad. m mom. - Mocksa :
I'DOTAP-Menua, 2021. - T. 2. - 432 c. - Tekct : a3nexkrpoHHbIH. - URL:
https://www.rosmedlib.ru/book/ISBN9785970461594.html

JlonoiHUTEIbHAS JIUTEepaTypa

1.

JleBun, O. C. AnropuTMbI TUarHOCTHKHU U JiedeHus: 6one3nu [lapkuncona / O.
C. JleBuH. - 2-e u3a. - Mocksa : Meaunuackoe HHGOPMAIIMOHHOE areHTCTBO,
2018. - 200 C. - Tekcr: AIEKTPOHHBIM. - URL:
https://www.medlib.ru/library/bookreader/read/32275

DJIEKTPOHHBbIE pecypchbl

1.

2.

3.

Canr MunucrepctBa  3apaBOOXPAHCHUS Poccuiickon ®deneparuu
https://www.rosminzdrav.ru

Caiit MununcrepcrBa 31PaBOOXPAHEHHUS Kpacnosipckoro Kpast
http://www.kraszdrav.ru/

Oo6mepoccuiickas obmiecTBeHHas: opranuzanusi Coro3 peadbunurosnaoros Poccuu
http://rehabrus.ru
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IIpakTH4yeckoe 3ansitue Ne2
Tema: JlereHepaTuBHBIE U HACJIECTBEHHBIE 3a00JI€BAaHUSI HEPBHON CHCTEMBI.
Pa3sHOBMIHOCTD 3aHATHSA: IIPAKTUIECKOE.
Metoabl o0ydeHHsi: OOBSICHUTEIbHO-WILIIOCTPATUBHBIN, PENpPOLYyKTUBHBIN,
METO]I IPOOJIEMHOT0 U3JI0KEHHUS, YACTUYHO-TTOMCKOBBIN, UCCIEA0BATEIBCKUH.
3HaueHne TeMbl (aKTyaJbHOCTh H3y4aeMoM mpobOsemsl): HacnenctBeHHble
HEPBHO-MBIILICYHbIE 3a00JIeBaHUs - Ooybllas rpymnmna OoJIe3HEW, NMPU KOTOPBIX
OTMEYaeTcsl MOpaXKeHHE MBIIICUYHON TKaHW, Mepudepruyeckux HepBoB. Bce oHH
ATUOJIOTHYECKH CBA3aHBI C TEHHBIMH MYTALMSIMU, JTOKAIM30BAaHHBIMHU B 2yTOCOMAX
WIN MOJIOBOM X-XpOMOCOME; HEPEIKU MOBTOPHBIE CIydau 3a00JIeBaHUS B CEMbE.
Jlnst 3TOM rpymmbl 3a00JIEBaHU XAapaKTEPHO MPOrPECCHPYIOUIEE, MOCTEIIEHHO
HapacTarllee TeYCHHUE, IPEUMYIIECTBEHHOE MOPAXKEHUE ONPEACICHHBIX CHCTEM.
B 1uMarHocTMKE HMEIOT 3HAYEHHWE AHAJM3 AaHAMHECTUYECKHX CBEJICHHU,
BCECTOPOHHEE KIIMHUYECKOoe oOcnenoBanue. M3ydeHune »oTux 3a0o0sieBaHUM
NO3BOJIIET HaMeyaTh MyTHU 3PPEKTUBHON NATOr€HETUYECKON TEeparuu, BBIABISATh
CKPBITBIX HOCUTEJIEH MyTaHTHOTO I€Ha, IMarHOCTUPOBATh 3a00JIEBaHNE HA PAHHUX
cTanusx OOJIe3HU, UHOTAa BHYTPUYTPOOHO MeTOa0M amHHoueHTe3a. K ogHol u3
BaXHBIX 3a7lad OTHOCUTCS AuQQepeHunanbHas JUarHOCTUKAa HaCIeICTBEHHBIX
Oone3Hell M uX (EHOKONHUM, T.e. HACIEICTBEHHBIX 3a00JEBaHUM, HMMEIOIUX
AaHAJIOTUYHYI0 CHUMIITOMAaTUKy. Pa3rpaHuueHue mnoJ0OHBIX BapHaHTOB HMEET
3HAYEHUE JUIsl TepaIuu MPOrHO3a.
®opmupyembie komnerennuu: [1K-5, ITK-6, T1K-9
MecTo npoBeieHUs1 U OCHAIlEHHE PAKTUYECKOr0 3aHATHSA: Y4yeOHasi KOMHATa
Ne 1 — KOMIUIEKT pa3laTO4YHBIX MAaTE€pPUATOB, KOMIUIEKT Y4eOHOW MeOenH,
MOCaJI0YHBIX MECT, HOYTOYK, TPOEKTOP, IKPaH.
CTpyKTypa cojep:KaHusi TeMbl (XpOHOKapTa MPAKTUUYECKOTO 3aHSTHSA)

OTansl
[IponomxurensHocTh | ComepxkaHue JTarla "
/T | MPaKTHYECKOTO
(MuH.) OCHAIIIEHHOCTH
3aHATHS
IIpoBepka moceniaeMocT 1
Oprannzanus POBEp
1 5.00 BHEIITHETO BHA
3aHATUS
00yJaromMXcs
O3ByunBaHUE
9 DopMyIUPOBKA TEMBbI 10.00 MperojiaBaTesieM TEMbI U €€
U Lelen ' aKTyaJIbHOCTH, Henen
3aHATUS
TectupoBanue,
Kontposs nexomsoro WHAUBUAYAJIBLHBIA YCTHBIN
3 |ypoBHs 3Hanuét wu | 20.00 Y LY
- WM TMHCHBMEHHBIA OMpoC,
YMEHHUI o
(GpOHTANBHBII OMPOC




PackpeiTue eOHo-
P ya N3noxenue OCHOBHBIX

4 neneBbix  Bompocos | 30.00 N
TIOJIOKEHUHN TEMBI
0 TeME 3aHATUs
CamocrosiTenbHas BAIOIHEHIE
5 | pabora o6yuaromnuxcs | 180.00
N MPAKTUIECKOTO 3aIaHuUs
(TeKymuii KOHTPOJIb)
HToroBeiii  KOHTPOJIb
o TecTnl o TeMe,
6 |3Hanmii (nucemenHo | 20.00
CUTYaIMOHHBIE 33]]a4H
WJIM YCTHO)
Y4ebHO-MeToIMYeCKHe
pa3paboOTKu  CIETYIOLIETO
7 3amanne Ha J0M (Ha 500 3aHATHS M METOIUYCCKUC
cieayollee 3aHsaTue) | pazpaboTku TUTSt
BHEAYAUTOPHOU pabOTHI MO
TEeMe
BCEI'O 270

AHHOTauMs (KpaTKoe cojepkaHue Tembl): HacnencrBeHHble 3a00JIeBaHUS
HEPBHOW CHUCTEMBI — ATO OOJIblllasi T€TepOoreHHas rpynmna OoJie3HE, B OCHOBE
KOTOPBIX JICKUT TEHETHYECKH OOYCIOBJICHHOE TMOpaXkeHue mnepudepudeckux
HEPBOB, CIIMHHOTO MO3ra, CKEJIETHBIX MBIIIII.

Knaccuduxanus

1)

2)
3)

4)
5)

HacnencrBennble  Oone3HM oOMEHa  BEIIECTB, MPOTEKAIOIIHE C
ITOPAKEHUEM HEPBHOM CUCTEMBI.
Hacnencreenneie HapylIeHUs oOMeHa aMUHOKUCJIOT:
beHWIMUPOBUHOTPaHAS OJIUTO(PEHUS], TUCTUIUHEMUS, TOMOIIUCTCUHYPUS,
NIKaNTOHYpUS, HApylIeHue 0OOMEHa TUPO3UHA, TPUNITO(paHa.
HacnencrBennble HapyiieHuss oOMeHa JunuaoB: OosiesHn Humana-Iluka,
['omre, amaBpoTUueckas uauoTus, 6osne3nsp Tes-Cakca, TunoaucTpodumu.
Hapyimenus oOMeHa yriieBoJI0B: rajakro3emusi, (pyKTo3eMusl, IEHTO3YypHus,
TJIMKOT€HO3BI.
MyKOIuIuI036l: HEMPOBUCIEPAIBHBIN JIMITUA03.
Hapymienue OuIMpyOHUHOBOTO u MUTMEHTHOTO OOMEHOB:
TUNEpOUTMPYOUHEMUSI, KOHCTUTYIIMOHAIbHAS T€YECHOYHAs JUC-(PYHKITHS,
XPOHUYECKAss HETEMOJIMTHYECKAs JKeITyXa, moppupus.

I1. HacneacTBenHbie 001€3HN COCTMHUTEILHON TKAHU.
1) Mykonosucaxapu03bl — raprouyin3M.

2) Cunnpom Mapdana.

3) Cunapom YepHoryboBa-Onepca-/annoca




4) HecoBepieHHbBI OCTEOTeHE3, CHHIPOM JIOMKHX KOCTEH, TOIyOBIX CKJIEp U
TJTyXOTBHI.

III. ®akomaTto3pl — 3a0oJyieBaHMs, OTHOCAIIMECS K  JKTOJEpMajbHO-
Me30/iepMalbHBIM JuciiiazusaM. HazBanue 3Toil rpymnbl 3a0051eBaHUI TPOUCXOIUT
OT cjoBa (akoc — MATHO, T.K. OJHUM M3 O0OSI3aTEIBHBIX CHUMIITOMOB SIBIISIETCS
M3MEHEHHE MUTMEHTAUH KOXKHBIX IIOKPOBOB. KpoMe Toro, oTMeuaeTcst naToJIOrust
HEPBHOU CHCTEMBI U BHYTPEHHHUX opraHoB. K rpynme ¢hakoMaTo30B OTHOCSTCS:
1)HeiipodubpomaTos Pernunrxaysena.

2) DHiedanorpureMuHaNbHBIA anrnomatos IlItypre-Bebepa.

3) TyGepo3Hslii ckiepo3 bypHeBuis.

4) CucteMHbIil anrnopetnkysomaro3 I'unnensa-JIungay.

5) Arakcus-teneanruskrazus (cuaapom Jlyu-bap).

IV. HacnenctBeHHbIE CUCTEMHBIE AET€HEPALIMM HEPBHOM CUCTEMBI.

1. 3aboneBaHusa ¢ TMPEUMYIECTBEHHBIM MOPAKEHHEM MO3KE€YKa W €ro CBS3EH.
CnuHo-1iepeOeIsipHbIe aTAKCUHU:

1) Cemeitnas atakcus @puaperixa.

2) HacnenctBennas artakcus [Isepa-Mapu.

3) OnuBo-1iepederuisgpHas arpodust Xoamca.

4) Tlo3nHsis KOpTUKaIbHAS MO3KeuKoBas aTpodust Mapu-Dya-AnaxxyaHuHa.

5) OmnuBo-noHTO-LIepeOeUIsipHAs JereHepauus: a) Tun MenHuensa, 0) Tuml
Hexepuna-Toma, B) TeHTaTO-pyOpanbHas aTpodus.

2. JlereHepartuBHble 3a00Ji€BaHHUS C IPEUMYIIECTBEHHBIM  IOpPAXKECHUEM
MAPAMHUIHBIX ITyTEH:

1) Cemeiinas cnactuueckas naparierus Lltprommens.

2) CuHIpOM CHACTUYECKON Maparuieruy ¢ pEeTUHAIBHON JIeTeHepalnei.

3) Cunmpom Depriocona-Kputuim — HaciaeICTBEHHO-CeMeliHOe 3a0osieBa-HUE,
HAIIOMUHAIOILEE PACCESIHHBIN CKIIEPO3.

3. lerenepaTuBHbIE 3200JI€BaHUS TTOJIKOPKOBBIX TAHTJIMEB:

1) Bonesnb [TapkuHcoHa.

2) Xponuueckas xopesi | eHTUHITOHA.

3) I'enaro-uepedpanbHas auctpodus (6one3nb Bunscona-Konopanosa).
4) Cemeitnas kanbludukaius 0a3aabHbIX TAHTIIUEB.

5) TopcuonHas AucToHUs (nedopMHUPYIOLAs MbIIIEUHAs JTUCTOHUS).
6) [IBoliHOM aTeTos.

7) HacnenctBeHHOE JpOKaHUE.

8) Cunapom Kumib e na Typerra.

9) IIporpeccupyromiasi ceMeitHasi MUOKJIOHYC-3IUAJICTICHS.

4. HelipopeTrHaIbHBIE I€TCHEPALINU:

1) Cunapom Jlopenca-Myna-busi.

2) Hacnencrennas arpodus 3puTeabHbIX HEPBOB JleOepa.



V. HepBHO-MBIIIIeUHBIC 3a0071€BaAHUS.

1. CriuHanbHBIE aMUOTPODUH:

1) Herckas amuotpodus Bepauura-I'opdmana.

2) FOnomeckas amuorpodus Kyrennbepra-Benanaepa.

3) [Iporpeccupytoiias cnuHagibHas aMuOTpodus B3pocibix Jromenna-Apana.

4) ChouHaibHBIA  BapuaHT MblieyHod  auctpoduu  Jlannysu-/lexepuna.
HeBporeHHsbll 11e4e-I01aTo4YHo-JInuLIEeBOM CUHAPOM.

5) HeBporennast popma okyno-papuHreanbHOR aTpopu.

2. HeBpanwubie amuoTpoduu:

1) Hespanbnas amuorpodus lapko-Mapu-Tyra.

2) HWurepcrunmanbHas runeprpoduueckas Hepomnatus Jlexepuna-Corra.
3) Cunapom Pyccu-Jlesu.

4) bones3ns Pedcyma.

3. IlepBuuHBIE MPOrPECCUPYIOLIUE MBILIEUHbIE TUCTPOPUU:

1) IlceBnoruneprpoduueckas aerckas — TuM JromeHHa.

2) bnaronpusTHo Tekyuias ncepaoruneprpopudeckas — tun bekkepa-Kunepa.

3) KoneuHnocTHO-TIOSICHAs! WJIM FOBEHUJIbHAsL Dpoa.

4) Ilneue-nonatouno-nuienas Jlanmysu-/exepuna.

5) AuctanbHasi MbllIEYHAs! AUCTPOPUS.

6) OkyisipHast U oKyjo-(papuHreaibHas hopma.

7) Henporpeccupyroiiye MpIlIeUHbIE TUCTPOPUU.

8) CHHIIPOM PUTHAHOIO MO3BOHOYHUKA.

4. JlonarouHo-niepoHeasibHasi amuoTpodus JlaBuaeHkoBa.

5. MuoTtoHuu:

1) Mnuotonus TomceHa.

2) BpoxxneHHas mapaMHOTOHUS DityieHOypra.

3) Huctpoduueckass muotonus (6one3ns ['odpdmana-Poccomumo-IlITeiinepra-
Kypmimana).

4) Heiipomuoronus (cunapom Mcaakca).

6. [Tapokcu3masibHass MUOIUIETHS. U1 MUOIUIETUYECKUE CUHIPO-MBI:

1) T'mnokanueMuyeckasi mapokcuzMaibHas Muoruierus (6o-ie3nb lllaxHoBHuua-
Bectdans).

2) N'mnepkanuemuyeckas popma (0onesns ['amctopn).

3) Hopmokanuemuueckas ¢opma.

4) Bropuunble (OpMBI MAPOKCHU3MAJIBHOM  MHUOIIIETUHM —  (PEHOKONHH
HACJIEICTBEHHBIX 3a00JIEBaHUIl MpPU TUPEOTOKCUKO3€, TUIEPaTbJI0CTEPOHU3ME,
KEITYJJOUHO-KUIIEYHBIX 3a00JIEBAHUSIX, COMPO-BOXKIAIOIIUXCS PBOTOM, MOHOCOM,
TUNOTATaMUYECKUX CUHAPOMAaXxX, TUIEPHATPUEMUU, HA3HAYEHUU MEIUKAMEHTOB,
CHOCOOCTBYIOUINX BBIBEACHUIO KaIHs, Y OOJBHBIX C YPETPOCUTMOCTOMUEH.
Iapamnerus Itpromnens - Cnactuyeckas COUHAJIbHAs MNaparieruss — 3TO
HEBPOJIOTHYECKOE 3a00JIEBaHUE BEPXHETO JIBUTaTEIbHOTO HEpoHa (motor neuron
disease).



3a0osieBaHrE BO3HUKAET BCIEACTBUE Pa3pyIICHUs] HEPBHBIX BOJIOKOH, HCXOSIINX
OT JBUTATENbHBIX KJIETOK TOJIOBHOTO MO3ra (BEpXHHUX JBUTATENbHBIX HEHPOHOB).
Paznuuaror HacienCcTBeHHYIO (B HEH: MPOCTYIO U CIOKHYIO) U CHOPAIUYECKYIO
bopmy. Cumnromatuka O0BsICHACTCS JIUCTAIIbHOU AKCOHOIIATHEN
KOPTUKOCITUHAIBHOTO TpPaKTa, a TakXe AUCTAIbHBIX (IIEHHBIX) OTAENOB Tractus
gracilis. Peako uMeer MecTO TOpa)K€HUE CIHHOLEPEOCIUIIPHBIX TPAKTOB U
YMEHBIIIEHUE YHnciia KIeToK berna B nBUrarenbHoi kope mo3ra. M301upoBaHHYIO
IPOTPECCUPYIONIYIO JIETeHEPAUIO O€3 UyBCTBUTEIBHBIX CHMIITOMOB U HapyIICHUN
YMCTBEHHBIX (YHKIMA ¥ (DYHKIIMM MO3KE€YKa Ha3bIBAIOT TEPBUYHBIM OOKOBBIM

CKJIEPO30M.
Cnactuyeckuii  mapamape3 WIM — Oaparuierusi, BHayajge  MOXKET  ObITh
aCUMMETPHUYHBIM, TMO3JHEE — CUMMETpUYHbIA. KapTuHa MNOXOAKHU: KpYroBble

JBUKEHUS HOCKOB CTYIHH, MOXOJKa HAa MaJbLIAX CTYIHH, NOBEPHYTHIE BHYTPh
KOJICHH, PU OBICTPOM X0/160€ KOJIEHU OBIOTCS JPYT O ApyTa.

[TonoxxurensHbIN pediiekc babMHCKOro, KIOHYC aXWJUIECOBOTO U MATEIUISIPHOTO
pednexca. OOBIKHOBEHHO HOpMaJbHbIE OpIOITHBIE PEDIICKCHI.

VY pereil: 3aMeUIeHHME JIBUTAaTEIbHOTO Pa3BUTHUS; y IOJAPOCTKOB: HEJIOBKOCTH B
CIIOPTUBHBIX UI'Pax.

CrnacTuueckre KOHTPAKTYphl Criu0aroleil MyCKyJIaTyphl, pes cavus.

Wuorga (wame B MO3QHEH CTaguM) NOBBIIIEHHBIA YPOBEHb COOCTBEHHBIX
MBIIIEYHBIX PEPIEKCOB BEPHUX KOHEUHOCTEH.

Hapyimenue nuratenbHON (DYHKIIMHM PYKH.

Penko: nceBnoOyap0apHbIi CUHAPOM, CKOpEe HAJIMYUE MOBBILIEHHOTO peduiekca
M. masseter.

Hapyienune rirybokoil 4yBCTBUTEIBHOCTH, B OCOOCHHOCTH OILYIICHUS] BUOPALIMH.
WMriepaTuBHBIN NO3BIB HA MOYEUCITYCKAHUE, PEKE — MTHKOHTUHEH U
JlononHUTENbHBIE CUMIITOMBI (B CIIy4ae CJIOKHBIX HACJIEACTBEHHBIX (POPM)
Jnarnoctuka. J[MarHOCTUPOBAHME HACIIEICTBEHHOM CIIACTUYECKOM Naparuieruu
OCYLIECTBJISIETCSI HA OCHOBAHMM XapaKTEPHOW KIMHUYECKOW KAapTHUHBI C
XapaKTEPHBIMA CHMIITOMAaMH: CHACTUYECKUM CUMMETPUYHBIM I1aparape3oM HOT,
MOBBINICHHBIM yYpOBHEM pe(dIIeKCOB, MOJIOXKUTEIBHBIM pedriekcom babuHCkoTO,
MOJIO)KUTEIbHBIM ~ CEMEWHBIM aHAMHE30M M  HapylleHHEeM BUOpPallMOHHOMN
qyBCTBUTENBHOCTH. K BO3MOKHBIM JONOJHUTEIBHBIM CHUMITOMAaM OTHOCSTCS:
LHEHTPAJIbHOE HApYLIEHWE MOYEHCITYCKaHMs, Mape3 M TMOBBILIEHHBIM YPOBEHb
pedrekcoB B 00J1aCTH PYK.

JlaGopatopHble mapaMeTpbl: YpOBeHb BUTaMuHa B12 (MeTwimanoHoBasi KUCIIOTA,
TOMOIIMCTEUH), KUPHBIE KUCIOTHI C JJIMHHOW 1enbto, aHTuTena npotus HTLV-1,
akBarniopuH 4 u MOG. B pamkax auddepeHuuanbHON TUarHOCTUKU MPOBOJIATCS:
CKaHMpPOBAaHME B MAarHUTHOM ToMorpade, ucciaeoBaHUE CHUHHOMO3TOBOM
XKUAKOCTH (JIukBopa). KoHCympTanus y cnenuanycTa 1o reHeTHKE.

Jleuenne. KaysanpHON Tepanmu He cymecTByeT. Jledenue mpennosaraer
duznoTepaneBTUYECKIEe MEPOTIPUSATHS, TPEHUPOBKU ABUTATEIbHBIX (PYHKIIHA.
[loBpexxeHHsI BTOPWUYHBIX JBUTATEJIbHBIX HEMPOHOB U, KakK CIEICTBHUE,
amMuoTpodus (daiie HIKHUX KOHEYHOCTEH), HeHWpomaTusi 3pUTENIbHOTO HEpBa,
pETUHONATHS, 3KCTPANUPAMHUIAIBHBIE CUMIITOMBI, YMCTBEHHasi OTCTaJIOCTh U



JNEeMEHIMs, TieneOe/usipHasl aTakCHs, HapyIICHUs CIOyXa, SIICITHYCCKUAC
MIPUTIAJIKU (BUCOYHOM JIOJIM MO3Ta).

Hapymenust pacripocTpaHeHUs CepJCYHOTO UMITyJIbCa, rIIayKoMma,
reMaTOJIOTHUECKUE HapyIICHUs, W3MEHEHHS KOXH M CKeJeTa, Majblii pOCT,
pedrokcHas 60J1€3Hb, TPhIXa MHUIIEBOTHOTO OTBEPCTHSI TuadparMsbl.

Tedenune 3a0oeBaHusI.

BboJiesnp IlapknHCOHA (CHHOHUMBI: UANOMATUYECKUN CHHIPOM MapKUHCOHU3MA,
JIpOXKaTeNbHBIA Mapajnd) — MEIJIEHHO MPOrPECCUPYIONIEE XPOHUUYECKOE
HEHPOJIEr€HEPATUBHOE HEBPOJIOTMUECKOE 3a00JIEBAHHME, XAPAKTEPHOE [l JIUIL
cTapuiel Bo3pacTHOW rpynnbl. OTHOCHUTCS K JIeT€HEPATUBHBIM 3a00JI€BaHUSIM
DKCTPAIMPAMUIAHOM  MOTOPHOM  CHCTEMBI.  BBI3BaHO  NpOrpeccupyronium
paspylieHHeM U TuOenbl0 HEHpOHOB, BBIpAOATHIBAIOIIUX HEHpOMEANaToOp
nodamMuH, — IpeXkae BCEro B YEPHON CyOCTAHLIMHU, a TAaK)KE U B JAPYTUX OTAEIaX
LEHTpaJIbHONU HEepBHOU cuctembl. HegocraTounas BbipaboTka AodamMuHa BEnET K
TOPMO3HOMY BIUSHUIO 0a3ajbHBIX TaHIVIMEB HAa KOpPY TOJIOBHOIO MO3ra.
Benymumu  (OCHOBHBIMM, WJIM KapJWHAJIbHBIMH) CHMIOTOMaMU  SIBJISIFOTCS:
MBIIIEYHAs PUTUAHOCTD; TUIIOKUHE3US; TPEMOP; ITOCTYypaAJIbHAsI HEYCTOMYUBOCTb.
Cramun no Xen-Spy:

Cragust 0 — HET MpU3HAKOB 3a00JICBaHUS.

Cragusa 1 — cuMOTOMBI TPOSIBIISIFOTCS. HA OJTHOM M3 KOHEYHOCTEM.

Cragua 1,5 — cuMnToMarvka MpOSBISIETCS HA OJHOM W3 KOHEYHOCTEN U
TYJIOBULIE.

Cragust 2 — IBYCTOPOHHHE MPOSIBICHUS 0€3 OCTYpPaIbHON HEYCTOMYHUBOCTH.
Cramus 2,5 — JIBYCTOPOHHHME INPOSIBICHUS C MOCTYPajJbHOM HEYCTOWYMBOCTHIO.
BoibHOI criocoOeH Mpeo10aeBaTh HHEPLIUIO ABUKEHNUS, BEI3BAHHYIO TOTYKOM.
Cramuss 3 — JBYCTOpOHHHME IposiBieHMs. llocTypanbHas HEyCTOWYUBOCTD.

BonbpHOI crmocobeH kK caMo00CTyKUBAHHUIO.
Cramust 4 — 00e31B’KEHHOCTh, TOTPEOHOCTH B MOCTOpOHHEHN omoiu. [Ipu sTom
OO0JBHOM CIOCOOEH XOAUTh W/ WK CTOSTH 0€3 TOIJIEPIKKH.

Cramus 5 — OOJbHOM TIPUKOBAaH K Kpecioy WIA KpoBaTu. Tspkénas
VHBAJIMIA3ALIHSL.

Juarnoctuka Oone3nu I[lapkuHCcOHa B OOJBIIMHCTBE CIydaeB HE BBI3BIBAET
3aTPYyIHEHUM — JOCTATOYHO HAJWYWs Yy TAIMEHTAa TUIIOKWHE3WH U OJIHOTO W3

CUMIITOMOB: TpeMoOpa TOKOS, PHUTHIHOCTH, TOCTYPAJIbHBIX HApyIICHUH B
COUCTAaHUHU C TOJOKUTEIBHBIM d(dexToM oT mpuéma aeBoaomnbl. Ha HadaIbHBIX
sTamax 3a0o0JIeBaHMS, KOT/A TIPOSBIICHUS 3a00JICBaHUS HE BBIPAXKEHBI JIHOO
BBIPKEHBI ¢1a00, MPaBUILHON JMArHOCTHKE MOYKET CIIOCOOCTBOBATH BBHISBIICHUE
MOCTYypaJIbHBIX  pediekcoB  (peduiekcoB mojokeHus). K HuUM  oTHOCUTCSA
ormucaHHbIi BhIIe (penomen Bectdains, a Takxke denomen dya—Teenapa (b0
dbenomen rosenn). JlaHHple pedieKChl BO3ZHUKAIOT BCJCACTBUE TOBBIIICHUS
MJIACTUYECKOTO TOHyca MBI, {OEHOMEH TOJCHH TPOSBIACTCS TEM, YTO
MaKCHUMAaJIbHO COTHYTasi B KOJIEHHOM CYCTaBe HOTa OOJIbHOTO, KOTOPBIN JISKUT Ha
YKUBOTE, OITYCKAETCS MEJIJIEHHO W OOBIYHO Pa3ru0aeTcsi He TIOTHOCTHIO.



Huddepenunanbupiii quarno3 Oosiesuu [lapkuHCOHA € APYTMMHU MATOJIOTUAMU
npoxoauT B aABa drana. Creayer HUCKIIOYUTH COCTOSHHS M IIPOLECCHI, IIPU
KOTOPBIX HMMEIOTCS CXOXKHE C NAapKUHCOHMU3MOM CHMNTOMBI. [lpn Hamuuum y
00JBHOIO MAapKUHCOHM3MA HEOOXOIMMO YYMTHIBATh, YTO JAHHBIA CHUHAPOM
XapakTepeH Ui paaa 3adoneBanuil. [Ipu nopakeHUsX COOTBETCTBYIOLIUX OT/AEIOB
LHEHTPaJbHOW HEPBHOM CHUCTEMbl JpPYrod 3TUOJIOTMM OyAyT BO3HHUKATh
TOKCHYECKH, JIEKapCTBEHHBIN, nocTIHIEePATUTUYECKUH, COCYIUCTBIM,
MOCTTPaBMAaTUYECKUI U IPyTrrue NapKUHCOHU3MBI.

[Tpn MHOTHX 3a00J€BaHUAX PA3BUBAETCSA CHHIPOM NAaPKUHCOHU3MA B COUETAHHH C
CUMIITOMAMH TIOPAXKEHUS APYTUX OTAEIOB LIEHTPAIBHONW HEPBHOM CUCTEMBI. [l
0003HAYEHHUs JAHHON TPYIIbl 3a00JIeBaHUN HUCHOIB3YIOT TEPMUH «IAPKUHCOH-
TUTEOC

Jleuenue. B Hacrosimee Bpemst 6ose3Hpb [lapkuHCcOHa SBIsIETCSl HEM3IEUUMOM, BCE
CYLIECTBYIOIIME METOJbl JICUEHMs] HalpaBieHbl Ha OOJeryeHue €€ CHUMIITOMOB
(cumnromatuueckoe — jedeHue).  OCHOBHbIE — @pemapaTbl,  yCTpPaHSIOLIUE
JIBUTATEJIbHbIE HApYIICHHU: JeBoJoNa (Jalie B KOMOMHAIMK C nepuepruuecKUMU
unruouropamu JJODA-nexkapOokcunaszpl unu pexe ¢ uaruoutopamu KOMT),
aroHUCTHI 10(aMUHOBBIX pelenTopoB U HHrHOuTOpsl MAO-b.

Xopesi T'entunrrona. (cunapom ['enTuHrToHa, xopes [‘eHTHHITOHa, Xopes
XaHTUHTTOHA) — ayTOCOMHO-IOMUHAHTHOE TE€HETUYECKOE 3a00JieBaHUE HEPBHOM
CUCTEMBI, XapaKTEepPU3yIOLIEeCs MOCTENEHHBIM Ha4yajaoM OOBIYHO B Bo3pacte 30—
50 mer W coYeTaHWEM MPOTPECCUPYIOMIETO XOPEHUYECKOTO THUIIEPKUHE3a U
IICUXUYECKUX PACCTPOMCTB. 3a00JI€eBaHNE BbI3bIBACTCA YMHOXeHUEM KojoHa CAG
B reHe HTT. Ortor ren komupyer 350-kDa Oenoxk T€HTHMHITHH C HEU3BECTHOMU
¢bynkuuen. B rene nukoro tumna (He MyTaHTHOTO) Y Pa3HbIX JIFOJIEH MPUCYTCTBYET
pazHoe konnuecTBO CAG-TIOBTOPOB, OJIHAKO, KOT/Aa YUCJIO MMOBTOPOB MPEBBIIIAET
36, pa3BuBaercs Ooine3Hb. Heipomopdomoruueckass kapTHMHa XapaKTEepU3YeTCs
aTpodueil crpuaTyma, a Ha TMO3JHEH CTAaaUuU TakKe aTpodueil KOpbl TOJIOBHOTO
MO3ra.

CumnTomsl 6051€3HM [ €HTUHITOHA MOTYT MPOSIBUTHCS B JIFOOOM BO3pacTe, HO Yalle
3TO Tpoucxoaut B 35—44 roga. Ha panHuX cTagusx MPOUCXOASIT HEOOJbIINE
U3MEHEHHUSl JIMYHOCTH, KOTHUTHBHBIX CIHOCOOHOCTEM M (PU3NYECKUX HABBIKOB.
OOBIYHO MEPBBIMU OOHAPYKUBAIOT (PU3UUECKUE CUMIITOMBI, TaK KaK KOTHUTHUBHBIE
U TICUXWYECKHUE PACCTPOMCTBA HE CTOJb BBIPAXKEHBI B paHHUX cTaausx. [loutu y
BCEX MAIMEHTOB 00Jie3Hb ['€HTUHITOHA B HTOrE TMPOSBISETCS CXOXKUMHU
(GU3NYECKUMU CUMIITOMaMHM, HO Haudajo 3a0oJieBaHUs, NPOTrPECCUPOBAHUE U
CTENEHb KOTHUTUBHBIX M TCUXMYECKUX HAPYUIEHUN Pa3IUYaroTCs y OTAENbHBIX
mun. Jng Havana 3abosneBaHus Hanbosee XapakTepHa Xopesi — OecrnopsoYHbIE,
HEKOHTPOJIMPYEMbIE JBMKEHHUsA. XOpes BHayajle MOXET MpOSBIATHCS B
OecriokoiicTBe, HEOONIBIIUX HEMPOM3BOJIBHBIX HIIM HE3aBEPIIEHHBIX JBUKCHUSX,
HapYIIEHUN KOOPJIMHAIIUY U 3aMEIJIEHUN CKauKOOOPa3HBIX ABUKCHUH TJIa3.
JnarHoctuka. @usukaabHOE  OOCIeIOBaHWE, WHOTJAa B COYETAHUU C
NICUXOJIOTMYECKUM  OOCJIeOBaHUEM,  TO3BOJSET  ONPENeIUTh  00JACTh
pacnpocTpaHeHusi 0oje3Hu. MeauuuHckas —Buzyanuzalus — (KOMIbIOTEpHas



tomorpadus (KT), marautHo-pe3onancHas Tomorpaduss (MPT)) mokaspiBaer
TOJIbKO BUJIUMYIO aTpoui0 MO3ra Ha MpOrpeccUpyrouiel craguu 3a00eBaHusl.
Metonsl  pyHKIMOHANbHON  HeWpoBusyanuzanuu (GMPT wu  mo3uTpoHHO-
smuccuonHasi tomorpadus (II9T)) moryr mokazarb M3MEHEHHS B aKTUBHOCTHU
MO3ra J10 NOSIBJIEHUS KIMHUYECKUX CUMIITOMOB.

['enernueckue MeToabl. Jlisi MpoBeeHUS] TEHETUYECKOW IUArHOCTUKH OO0JIE3HU
['enTHrToHa HeoOXoAUM 3a00p KpOBH C TIOCIEAYIOIIMM  OINpeeIeHUEM
konmyectBa oBTOPOB LIAI' B kaxagom HTT-annene. [lomoxuTenpHbI pe3yapTaT
HE TIOJTBEP)KIACT TUArHO3, MOCKOJIbKY MOKET OBITh MOJyYEH 32 HECKOJIBKO JIET JI0
NOSIBJIEHUS MIEPBBIX CUMNTOMOB. OJHAKO OTPULIATEIBHBIN pe3yJabTaT OJHO3HAYHO
CBUCTEIHCTBYET 00 OTCYTCTBUH BEPOSTHOCTHU pa3BUTHs 00Jie3HU | eHTHHT TOHA.
OMOpUOHBI. OMOpPHOHBI, MOJYYEHHBIE B PE3ylbTaTe€ 3KCTPAKOPIOPATHLHOTO
OIJIOJJOTBOPEHHMSI, MOTYT OBITH TOJIBEP>KEHBI T€HETHUECKON TUArHOCTHKE OO0JIe3HH
['eHTUHITOHA €  NPUMEHEHWEM  MNPEUMIUIAHTAIMOHHOM  T€HETUYECKOU
nuarHoctuku. Ilpum 3TOM MeTtone 3abupaercss onHA KieTka U3 4-8-KIeTOYHOro
SMOpHMOHA W 3aTeM NPOBEPSETCS HAa TeHETHYecKyr natojoruto. IlomyueHHas
uHpOpMaIUsl MOXKET BIIOCIEACTBUM OBITh HCIIOJI30BAHA MPU BBIOOPE 310pPOBOTO
aMOpHOHA ISl UMIUIaHTaIu. Kpome Toro, BO3MO)KHa MpeHaTalbHas TUarHOCTHKA
JUTst S)MOpUOHA WIK TUI0JIa B yTPOOe MaTepHu.

Hubdepenuuansuas guarHoctuka. Okomo 90 %  nuarHo3oB  00J€3HU
['eHTUHTTOHA, OCHOBAHHBIX HAa OOHAPY>KEHUH TUMUYHBIX CUMITOMOB M CEMEHHOM
aHaMHe3€, MOATBEP)KAAIOTCS T'€HETUYECKUM TECTUPOBAaHUEM. bBOJIBIIMHCTBO
JIPYTUX PacCTPOMCTB C aHAJOTMYHBIMM CHMITOMAaMM Ha3bIBalOT XI -10J0O0HBIMU
pacctpoiictBamu (anri. HD-like disorders, HDL). [Ipuuunsl 6onbmmuactea HDL-
3a00J1eBaHUN HEU3BECTHBI. MI3BECTHO JHILIb, YTO HEKOTOPHIE U3 HUX BO3HUKAIOT B
pesynbrare myTtanui renoB PRNP (HDL1), junctophilin 3 (HDL2), peueccuBHO
Hacienxyemoro HTT rena (HDL3 — oOnapyskeH y 0JHOM ceMbU U Majio U3y4€H) U
reda, konupyromero TATA-cesspiBatommii O0emox (HDL4/SCA17). K npyrum
3a00JIEBaHUSIM C ayTOCOMHO-JIOMUHAHTHBIM HACJEIO0BAaHUEM, KOTOPBIE CXOXKH C
0omne3Hpt0 ['€eHTUHTTOHA, OTHOCSIT ACHTATOPYOPO-MAJITUAOIIOUCOBYIO aTpoduio U
HeHpoeppUTHHONATHIO.

Jleuenne. bone3np [e€HTHHITOHa Heu3JlieunMMa, HO CYLIECTBYET JICYCHHUE,
CIIOCOOHOE O00JIETUYNTh HEKOTOpPBIE CHMMTOMBI. JledeHrne HOCHUT IOCHHIPOMHBIN
XapaxkTep.

IIpumepnas temaTtuka HUPC no reme

1. Xopes I'eHTUHTTOHA.

2. Muddepenunanpuas auarnoctuka bonesnu IlapkuHCOHA M 3CCEHIIMAIBHOTO
TpEMOpa;

3. IMapamnerus lITprommens

4. Cewmeiinas arakcus Opunperixa.

5. I'enmatonepebpanbhas quctpodus (6one3ns Bunbcona-Konosanona).
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IIpakTHyeckoe 3anaTHe Ne3
Tema: JlemuenuHuzupyroIue 3a001eBaHus HEPBHOW CUCTEMBI.
Pa3HOBHAHOCTB 3aHATHSA: IPAKTUYECKOE.
Metoabl oO0ydyeHHsi: OOBSICHUTEIBHO-UUIIOCTPATUBHBINA, PENPOTYKTUBHBIH,
METO/1 MPOOJIEMHOTO U3JI0KEHHSI, YaCTUYHO-TIOMCKOBBIN, UCCIIEI0BATEIHCKHMA.
3HayeHue TeMbl (AaKTyaJbHOCTh M3y4yaeMOM mpoOsieMbl): AKTyaJlbHOCTb
poOIeMbl JEMUETUHUZUPYIONINX 3a007€BaHUNA HEPBHOM CHUCTEMbI, B YaCTHOCTH
PacCessHHOTO CKJIEPO3a, B HACTOSIIEE BpPEMS CBA3aHA KAK C BBICOKOW YaCTOTOU
BCTpPEUaeMOCTH 3a00JeBaHMs, TaK U C YBEIUYCHHEM YHcia OOJBHBIX Cpeau
MOJIOIOTO  TPYJOCIIOCOOHOTO HACENIEHUS, HEYKJIOHHBIM MPOrPecCHPOBAHUEM
CUMIITOMOB 0O0JIE3HH, YTO BEJIET K MHBATUAU3AINU U, KaK CIEICTBHUE, (PU3NIECKOH,
MICUXOJIOTUYECKON Y COLUAIBHOM J€3aJallTalluy MMAl[MEHTOB.
®opmupyembie komnerennuu: [1K-6, [TK-7, TIK-9
MecTo npoBeieHUs1 U OCHAIIlEHHE MPAKTUYECKOIr0 3aHATHS: Y4yeOHasi KOMHATa
Ne 1 — KOMIUIEKT pa3IaTOYHBIX MaTepUaloB, KOMIUIEKT Y4eOHOU MeOenu,
M0CAJOYHBIX MECT, HOYTOYK, IPOEKTOP, IKPaH.
CTpyKTypa coJep:KaHusi TeMbI (XpOHOKapTa MPAKTUUECKOTO 3aHSTHS)

OTamnel
[IponomxurensHocTh | Comepxkanue JTalla "
II/T1 | TPAaKTHYECKOTO
(MUH.) OCHAIIIEHHOCTb
3aHATHSA
IIpoBepka mocenaeMocTH U
Opranuzanus PoBCp
1 5.00 BHEIITHETO BUIA
3aHATHA
00yYaroIMXCst
O3ByunBaHue
9 dopMyUpOBKa TEMBbI 10.00 npenojaBaTesieM TEMBI U €
U ueneu ' aKTyaJbHOCTH, uesnein
3aHATUSA
TectupoBanue,

KonTpons ucxomgnoro
3 |ypoBus 3Hammii u | 20.00
YMEHHM

WHIVBUAYAJIbHBIA YCTHBIN
WM TIMCBMEHHBIN Ompoc,
(bpOHTaNBHBIIN OMPOC

PackpreiTne  yueOHO-
4 | meneBbix  BompocoB | 30.00
10 TeMe 3aHATHUS

N3noxenue OCHOBHBIX
MMOJIOKEHUU TEMBI

CamocTosiTenbHas
5 | pabora obyuarommxcs | 180.00
(Texkyuuii KOHTPOJIb)

BrimmonaeHue
MIPAKTUYECKOTO 3aJaHUS

UTOroBeiii  KOHTPOJIb 20.00 Tectsl o TEME,

3HAHUM (HI/ICBMGHHO CUTYAlITMOHHBIC 3a1a49r




WJIM YCTHO)

Y4eOHO-METOMUYECKUE
pa3pabOTKH  CJIEIYIOIIEro

3aﬂaHI/IC Ha AJ0M (Ha 3aHATHA U MCTOAHNYCCKUC

7 5.00
CJIeIyIOLIEee 3aHSTHE) pa3paboTKu LISt
BHEAYAUTOPHOU pabOTHI MO
TeMe
BCEI'O 270
AHHOTamuUs (KpaTkoe cojaepxaHue Tembl): [leMuenuHuzupyromnme 3aboieBaHus
HEpPBHOM CHCTEMBl — 3TO TIpynna 3a00JeBaHUW, MPU KOTOPBIX MPOUCXOIUT

HOBPEXJCHUE MHEIUHOBBIX 000J04YeK Oeloro BellecTBa LEHTPAJIbHOM WIH
nepupepruueckoil HEpBHOM cucTteMbl. B 3TOM cilydae, mepenaya WMITYJIbCOB I10
OTPOCTKaM HEPBHBIX KJIETOK 3aMEJUISIETCS WIIM BOOOIIE HE MPOUCXOIUT, IPUBOJISA K
Pa3BUTHIO HEBPOJIOTUYECKOW CUMIITOMATHKH.

K nemuenvHU3UpyOMUM 3a00J€BaHUSIM OTHOCATCA HECKOJIBKO MaTOJOTMYECKHX
COCTOSIHMM, B TOM YHCIIE: PACCESHHBIM CKIEpPO3, ONTUKOHEBPOMUENUT JleBHKa,
OCTpPBIN PACCESAHHBIN SHIE(DATOMUEIHT.

Paccesunniii  ckiepo3 (PC) — »9T0 XpoHMYECKOE JIEMHEIMHU3UPYIOIIEe
3a0oJieBaHueE, B OCHOBE KOTOpOrO JICKUT KOMILIEKC
ayTOMMMYHHOBOCIIAJIUTEIbHBIX 51 HEUPOIEreHEPATUBHBIX IIPOLIECCOB,

OPUBOJAIIMX K MHOKECTBEHHOMY O4YaroBoMy u Ju(pQy3HOMY MOPaKEHUIO
LEHTPAJIBHON HEPBHOW CUCTEMBI, CJIEJCTBUEM KOTOPOTO SIBJISIETCS MHBAJIMIA3ALUS
MTAIMEHTOB ¥ 3HAYNUTEIIBHOE CHI)KEHUE KAa4eCTBA KU3HHU.

NmeeTcss monureHHass HacCIEICTBEHHas mpenpacnonoxkeHHocte k  PC. B
HACTOSILEE BBIJIETIEHO Oonee 200 TEHETUYECKUX (bakTopoB,
bopMUPYIOIIMXTPEIPACTIONOKEHHOCTh.  Peanuzanus  NpeapacrnonokeHHOCTH
MPOUCXONUT MPHU YUACTHHM BHEIIHUX (PAKTOPOB, CPEAU KOTOPBIX HA MEPBOM MECTE
paccMaTpHUBaIOTCST BUPYCHble HH(EKIMU (OCOOEHHO PETPOBUPYCHI U BUPYC
OnuureiH - bapp), HemocTaTok BUTamMuHa /I, paHHee Hayajao KypeHHs, U3MEHEHUS
MUKpoOHoMa kuiieuyHuka u apyrue paxropsl. [Ipoxynupyemsie T- u B-kineTkamu
CUCTEMHO M JIOKQJIBHO B TKAaHHW MPOBOCHAIMUTENIBHBIE LUTOKWHBI BBI3BIBAIOT
aKTUBAILlMIO AayTOPEaKTUBHBIX T-IMM(OIUTOB, MNPUBOIAT K ayTOUMMYHHOMY
BOCMAJIUTENIbHOMY TopaxkeHuto TkaHu IIHC. VYxe Ha paHHUX cTaausx
3a00JIeBaHUsl OTMEUAIOTCS HeWpoJereHepaTUBHbIC N3MEHEHUS. AKTUBAIHS KJIOHOB
CEHCUOMIM3UPOBAHHBIX KJIETOK Hapsily ¢ HEJOCTaTKOM MPOTHUBOBOCHAIUTEILHOMH,
pEeryJsiTOpHOM  CHCTEM, CIOCOOCTBYET XpOHM3alUMU mpouecca. BTopuyHo
aKTUBUPOBAHHbIE  Makpoparu U  MHUKPOIJIUA  TaKKe  CEKPETHPYIOT
MPOBOCTIAJIUTEIbHBIE IUTOKUHBI.

Tunbl TedeHUs1 pacCESHHOTO CKIIEpo3a:

Pemuttupyromuii  paccesuubii  ckiepo3  (PPC) — tun  Tewenus PC,
XapaKTEPU3YIOUIUICS HaJU4YheM OOOCTPEHUM, MEXKIYy KOTOPHIMH HE OTMEYaeTcs



MIPOTPECCUPOBAHNE HMHBAIMAM3AUMUA. B mnepuong peMHCcCMH MOTYT HUMEThCS
MPU3HAKU CTOMKOTO HEBPOJIOTHYECKOTO ACPUIUTA.

Bropuuno-niporpeccupytoniuii paccesiuublii ckiiepo3 (BIIPC) — tun teuenus PC,
BO3HUKAIOIIMK Mociie nepuoja pemurrupyromero PC u XapakTepusyromuiics
HaJIMYMEM TOJTBEPKICHHOIO MPOrPECCUPOBAHNS UHBAIMAN3AIMU, HE3aBUCUMOTO
or oboctpennit. Ilpu panHoit ¢opme PC MOryT coXpaHAThCS THUIIUYHBIC
o0oCTpeHHsi 3a00JIeBaHMsI, MEXIY KOTOPHIMH HAOIIOAETCs MOATBEPKICHHOE
nporpeccupoBanue PC.

[IepBUYHO-TIPOTPECCUPYIOIUI PC(IITPC)—tun TEUCHUSA PC,
XapaKTEPU3YIOIIUNCS TMOATBEPKACHHBIM MPOTPECCUPOBAHUEM WHBATUIAU3ALNU C
MOMEHTA TIOSIBJICHUS TEPBBIX CHUMITOMOB 3a00JIeBaHUS, C BO3MOKHBIMU
nepuoJaMu CTAOMJIM3AIMU COCTOSIHUSI, BO BpPEMS KOTOPBIX HE IPOUCXOIUT
HapacTaHWs  HeBpoJormueckoro  naedwummra.  JlocTaTOYHBIM ~ cUMTaeTCs
HEMPEPhIBHOE HAPACTAHWUE CHUMITOMOB B TeueHHE | roja, O JAMArHOCTHKH
UCIIOJIB3YETCs CleNHalbHbIN pa3nen kpurepueB Mak/lonanena 2017 roga. [lpu
JaHHOM QopMe MOTYT HaOJI0IaThCsl TUITUYHBIE 000CTpEHUs 3a00I€BaHUs, MEKITY
KOTOPBIMH ~ MMEETCA MOATBEPKICHHOE IMPOrPECCUPOBAHUE HWHBAIUIAU3ALNH,
OJIHaKo 3a0oJyieBaHUE NEOIOTUPYET HE C 00OCTpPEeHUM, a C MpOrpeccupoBaHus. Y
nereid n moapoctkoB ¢ PC mpaktudecku Bcerjpa Habmomaercs PPC, mnorma c
aKTUBHBIM HAYaJIOM IO TUITY OCTPOTO paccessHHoro sHiedanomuenuta (OPOM), c
nepexonoM B BIIPC. IIITPC npu nauane PC B Bo3pacte no 16 ner BcTpedaercs
KpallHE pEIKO, TaKue Cllydyal BCErja HYXKJIAITCS B THIATEIbHOM YTOYHEHUH
nuarHoza. C 2013 roma BHeApsieTcss HOBasl KjiacCU(UKalMs TUIOB TEUYCHUS
3a00JIeBaHMs, B paMKaX KOTOpPOH BBIJIEIAIOT HeakTuBHBIM PC (6€3 obocTpeHuit u
0e3 mnpuszHakoB akTuBHOCTH PC mo manneiMm MPT), aktuBubii PC (Hanuuume
o0ocTpeHnii wuiaum npusHakoB akTuBHOCTM PC mo nawmweim MPT), PC c
nporpeccupoBanuem u PC 6e3 mporpeccupoBanusi. [locTeneHHbll mepexo Ha
JAHHYI0  KJacCM(UKAIMI0O  TPEACTABISIETCS  I1IeJIeCO00pa3HbIM,  OJIHAKO,
CYILIECTBEHHO 3aTpyaHseT ucnonbzoBanue [IMTPC, conepxkamux B HHCTPYKIUAX
0 NPUMEHEHHUI0O B pa3elie «IOKa3aHWs» PEMUTTUPYIOIIUN, BTOPUYHO-
MPOTPECCUPYIOLINN U IEpBUYHO-TIporpeccupyrommii PC.

C yuétoM 0coOEHHOCTEHN TeueHUsl BBIIEIAIOT 0coObie hopmbl PC:
-3nokavectBeHHbI PC (Gone3ns MapOypra) — octpast hopma TsHKETOTO TEUSHUS
PC, xapakrepusyroniasics ObICTPhIM YCUJICHUEM UHBATUAU3AINN O€3 PEMUCCUH U B
CaMbIX TSDKEJBIX CIYUYasiX — PA3BUTHEM JICTAIBHOTO UCX0/1a B TEUEHNUE HECKOJIBKHUX
MeCsIIIeB OT MOMEHTa Hauajia 3a0oJieBaHUsl. XapaKTEpPHO Pa3BUTHE MACCHUBHBIX
o4aroB B CTBOJIe MO3ra, HAa MPT 3Tu ovaru, kak mpaBWJIO, aKTUBHO HAKATUIMBAIOT
napaMarHuTHBIA KOHTpacT. Bapuant no Tuny Oone3nun MapOypra Moxer
HAYMHATHCS Kak cpasy mnociie Aeorora PC, Tak U CMEHATH Ha OMPEICTICHHOM dTare
tunnuHoe Teuenne PC. Yacrora pa3Butusa Ttakoro Bapuanta PC He mpeBbllaet
5%.

- beicTponporpeccupyromuii paccestHHbIN ckiiepo3 — tumn Tedenus PPC Ha done
orcyrctBus Tepanuu [IMTPC (HauBHble nmanueHTsl). [Ipyu 1aHHOM TUIIE B TEUEHUE
OJIHOTO To0jJa HAOMIONEHUS WMEIT MECTO JBa WU Oojiee 00OCTpeHHUs C
MOATBEP)KJACHHBIM YCUJICHUEM WHBAIMAU3AIMKM ¥ BBIABICHHEM | wiu Oolee



KOHTpacTtupyeMoro ouara Ha T1-BU unu yBenmyeHuem konndectBa o4aros Ha T2-
B no nanmaeiMm MPT rooBHOro W/MiuM CHHHHOTO MO3Ta B CpPaBHEHHH C
NPEAIIECTBYIOIIUM  HcciaegoBaHueM.  KiroueBbIM ~ MOMEHTOM  JAaHHOTO
ONpEJENCHUs]  SBISIETCA  WHBAIMAM3UPYIOIIMA  XapakTep  00OCTpeHUH.
Henocrarounsiii 00beM ma"Hueix 3 PKU B HacTOAIIMA MOMEHT HE MO3BOJISIET C
BBICOKOM J10J1€¥ TOCTOBEPHOCTH CPaBHUBATH YPPEKTUBHOCTD TEPAITUU TIPU JIAHHOMN
dopme PC. JlanHble OyaylmuMx HMCCIEIOBaHUN, BO3MOXHO, CMOTYT YTOYHHUTH H
pacmupuTh (HOPMYJIUPOBKY H TPEAOCTaBUTh OOJBIIE JTOKA3aTCIbCTB €€
11EJI€CO00Pa3HOCTH.

BoeicokoakTuBHBIM ~ paccessHHbId  ckiaepo3  (BAPC) — 310  KIMHHKO-
paauonornyeckue Xapaktepuctuku TeueHus PC, BosHmkaromue Ha (oHe
npoBoaumoit Tepanuu [IMTPC, Ha ocHOBaHMH KOTOPBIX HEOOXOAMMO MPUHSATHE
pemieHus: 00 ACKanaluuy Tepanuu. J(narHo3 paccessHHOro CKJIepo3a OCHOBBIBAETCS
Ha HAJIMYAM CUMIITOMOB HECKOJIBKMX OYaroB MOPaKEHHH T'OJOBHOI'O, CIIMHHOTO
MO3ra M 3pUTEIBHBIX HEPBOB, BOJIHOOOpPA3HOTO (C mMepuojgaMu OOOCTpEHUU U
peMucCHid) WIM XPOHUYECKOTO MPOTPECCUPYIONIEro TeYeHUsl 3a0o0JieBaHMs, a
TaK)ke Ha OTCYTCTBHH JPYTruX 3a0osieBaHui (MH(GEKIIMOHHBIX, OITYXOJIEBbIX U JIp.),
KOTOPBIE MOTYT MPOSABJISITECA CXOHOM KIMHUYECKOW KapTUHOM. /[naruno3 Hepeako
BBI3BIBAET CJIO)KHOCTH B JeOroTe 3a00JieBaHUS TPH HAJIWYUU OJIHOTO oOdara
MOpaXeHUsI B CHMHHOM WJIHM TOJIOB HOM MO3re. bosblioe 3HaueHrne B THarHOCTUKE
3a0oneBanust umeetr MPT, KoTopast BBISBISIET MHOTO(OKYCHOE MOpaKeHHE OEJI0ro
BEIIIECTBA TOJOBHOTO M CIMHHOTO MO3ra M TIO3BOJISIET HUCKIIOYUTH JPYrue
3a00JIeBaHUsl LIEHTPAJIIbHOW HEPBHOU cucTeMbl. [lopakenuss Oenoro BeliecTBa
ayuymie BuaHbl npu MPT B omnpenenennbix pexxumax (T2 u Flair nuzobpaxenus).
KT Bo MHOTrHX ciydasiX HE BBISBIISIET MOPAXKEHUS TOJIOBHOTO M CIIMHHOTO MO3ra y
OOJIBHBIX PACCESHHBIM CKJIEPO30M, MO3TOMY HE PEKOMEHJYETCS MPH MOJA03PEHUU
Ha pacCesiHHBIM ckiepo3. Mcmonb3oBaHue KOHTPACTHOTO BellecTBa (TrafouHUN)
pu MPT no3BosisieT OTIMYUTh CBEKHUE OYaru MOPaKCHUs 110 HAKOIUIEHHUIO B HUX
KOHTpacTa. VcciaenoBaHue BBI3BAHHBIX MOTEHIIMAJIOB MO3ra (3pUTENbHBIX,
CIIyXOBBIX, COMATOCEHCOPHBIX) MOJKET BBISIBUTh 3aMEJIEHHOE MPOBEICHUE
BO3OYXKJICHHSI B Pa3IMYHBIX OTJENIaXx TOJOBHOTO W CIHMHHOTO MO3Ta, 4YTO
MOATBEPXKIACT JECUCTBUTEIBHO MHOTO(OKYCHOE TIOpa)XXEHUE IIEHTPATbHOU
HEpPBHOM cucTeMbl. B 1epebOpocnuHanbHOM KuaKkocTh 'y MHOTuX (okojo 80%)
OOJIbHBIX ~ OOHAPY)KUBAIOT  HEOOJIBIIONW  IUICONUTO3  (YBEJIMYEHHE  YHUCTa
auM@orToB Oojiee 5 KJIETOK B 1 MKIT) W/WJIU MOBBIIICHUE YPOBHS Y-TJIOOYJIMHOB.
C momomipio 3ekTpodopesa 1epeOpOCIMHATBLHON KUJIKOCTH MOXHO BBISBUTH
OJINTOKJIOHAJIbHBIE ()pAKIIM UMMYHOTJIOOYJIMHA, YTO UMEET OOJIbIIOe 3HAUYCHHUE B
JIMarHOCTUKE HESICHBIX CIIy4aeB U B OMPENICTICHHONW CTEMEHH MO3BOJISIET CYJIUTh 00
aKTUBHOCTU MaTojoruyeckoro mnpoiecca. Jleuenne. B mnepuon oOocTpenus
pPacCessHHOTO  CKJIEpO3a  HCHOJIB3YIOT  KOPTUKOCTEPOHUIbl  (TIPEIHU30JIOH,
MeTuInpenHn3o0i0H). Hanbonee s pextrBHO B/B BBEIEHNE METUIIIPETHU30JI0OHA B
cyrouHoi no3e 500-1000 mr B TeueHume 3-7 IHEH, IMOCIE KOTOPOTO MOKHO
NpUHUMATh mpemnapaTr BHYTpr mo 60-80 wmr/cyr B Teuenue 5-7 gHeEd ¢
MOCJEAYIONIMM YMEHbBIIEHUEM JI03bl HA 5 MTI' KaXJble 2 JHS 0 MOJHOM OTMEHBI.
Bo3moskHo ucnonp3oBanue npeaan3onona mo 60-80 mr/cyt B Teuenne 10-14 nuei



C MOCIEAYIOUMM CHUKEHUEM JI03bl HA 5 MT Kaxble 2 THA JO MOJTHOW OTMEHbI. B
NEPUOJT  TSKENbIX  OOOCTPEHUH  MOXKHO  COYETaTh  KOPTUKOCTEPOMABI  C
mazMadepe3om, a npu HeIYPEKTUBHOCTU JICUEHHS UCIOJIb30BaTh ITUTOCTATUKHU
(a3aTHONpPUH, METOKCAHTPOH U Ap.). IIpruMeHeHre KOPTUKOCTEPOUJIOB CHUKAET
MPOJIOJKUTEILHOCT 00OCTPEHUS, HO, K COKAJICHUIO, HE YMEHBIIAET CTENEHb
HEBPOJIOTMUYECKUX PACCTPOUCTB M HE MPEAyNpekIacT AalbHEWIne 000CTPEHUS.
JI1st BO3MOXHOM MpOoUIaKTUKH 00OCTPEHUN U CBSI3aHHOTO C 3TUM YMEHBIIEHUS
HEBpoOJIOTHYeCcKoro nedunuta mokazan (p-untepdepon lb (6etadepon m/k gepes
JieHb) WK 1a (aBOHEKC B/M pa3 B Heelo Wik pebud m/k Tpu paza B HEAEIIO) MO0
KonoJmmep- 1 (KOTIaKCOH /K €KEJTHEBHO). [Ipumenenue ATUX
UMMYHOMOJYJIMPYIOIIUX TPENnapatoB CHIXKAET YacToTy obOocTpenuid Ha 1/3,
YMEHBIIIAET HMX TSHKECTh, a TaKKe KOJHUYECTBO HOBBIX OYaroB IMOPaXKeHUs
FOJIOBHOrO Mo3ra mo aaHHbiM MPT, HO BBICOKAass CTOMMOCTBH 3THUX MNPENapaToB
OTpaHUYMBAET UX IIMPOKOE MCMOJb30BaHUE. [Ipy HEYKIIOHHO MPOrpeccCUpyroniemM
TEeUEHUU 3a0o0JieBaHMs, KpoMe OeTadepoHa, MOKHO HC MOJIb30BaTh LIUTOCTATHUKU
(a3aTHONpPUH, METOKCAHTPOH U JIp.) WK 5-7 ceaHcoB mazMadepes3a. B xadecTse
CUMIITOMATUYECKOM Tepamuu y OOJBHBIX PACCESHHBIM  CKJIEPO30M  CO
3HAYUTEIBHBIMU CIACTUYECKUMH TMape3aMu WM TMapajudyaMu MOXET ObITh
3¢ (HEKTUBHO MPUMEHEHNE AHTUCTIACTUYECKUX CPEJICTB — OakiodeHa, MuaIoKaaIMa
U cupaanyna, HauuHas ¢ HeOombimmx 703 (10 Mr 6akmodena, 300 Mr MugokaaMa,
4-6 Mr cupaaityja B CyTKH), UHIUBUAYAIBHO MOA0OUpPAs ONTUMAIbHYIO CYTOUHYIO
no3y. JleueOHas TMMHAcCTUKAa CHOCOOCTBYET MNPOQUIAKTUKE KOHTPAKTyp
MapeTUYHbIX KOHEYHOCTEH U MOXKET YJIYYIIUTh JBUTaTEIbHYI0 aKTHUBHOCTH
OONBHBIX, OJHAKO ILEJecO00pa3Hbl TOJIBKO JIETKUME, HE  BbI3BIBAIOIIHE
nepeyTomsieHus: (pusnueckue Harpy3ku. Tpemop HHOrAa YMEHbBIIAETCA TMpU
npueme npomnpanosnona (40-60 wr/cyr), wionazenama (0,5-6 wr/cyT) win
nuasernama (5-15 mr/cyrt). Yactas yTOMIIIEMOCTh CHUKAETCS MPHU PallMOHATBHON
opraHu3anuu (pU3NYECKUX HArpy30K W MpuemMe amantaauHa (Mupanarar) mo 100
MI 2 pas3a B JeHb. [Ipu HapylmieHHH MOYEUCIyCKaHUs OOJIbHBIM PEKOMEHIYETCs
pEeryiIupoBaTh YNOTpeOJeHUE >KUIKOCTH U CTApaThCs OIMOPOKHATH MOUYEBOMU
NMy3bIpb B OMPEIEICHHOE BpeMs; NPH 3aJCP>KKE MOYM MOXKET TOHAI0O0UTHCS
KaTeTepu3alusi MOYEBOrO My3bIps. B ciyyasix Henep:KaHWsi MOYM HPUMEHSIOT
CPEIICTBa, CHIDKAIONIME THUMeppedICKCUI0 JeTpy30pa MOYEBOTO Iy3bIpS —
JNETPY3UTOJ MO 2-4 MI/CyT Win ApUnTaH (OKCUOy-TUHHH) 110 5-10 Mr/cyT.

OcTpsbiid paccesiHHbIN IHUEPATOMHETUT OTHOCHUTCS K rpymnmie
JNEMUETUHU3ZUPYIONINX 3a00JIEBaHUM IEHTPAJIbHOM HEPBHOM CHUCTEMBI. IJTO
3a00JIeBaHUE M0 MATOreHEe3y, MOP(OJIOTUH TOPAXKEHUS LEHTPAIbHOW HEPBHOU
CUCTeMbl M KJIMHWYECKOM KapTUHE HANOMUHAET OO0OCTpPEHUE PaCCEeIHHOTO
CKJIEpO3a, HO BCTpPEYaeTcs 3HAYMTENIbHO pexke mnociuenHero. Ilpeamonaraercs
ayTOMMMYHHAsi TPUPOJIa OCTPOTO paccessHHOTO sHIedamomuennta. CHUMITOMBI
OOBIYHO Pa3BUBAIOTCS B TEUYCHHE HECKOJIBKUX YACOB WJIM JHEH MOciie BUPYCHOM
(kopb, KpacHyxa, BETpsSHas OCHa) WIA, 3HAYUTEILHO pexe, OaKTepuaIbHOU
uHpeKuu MO0 TMPUMEHEHHUS ONPENEICHHBIX BakIWH. Beimenstor ¢Gopmbl C
MPEUMYIIECTBEHHBIM MOPAXXEHUEM MOJYIIApUil WM CTBOJA TOJIOBHOIO MO3ra
(mepebpanbHas), Mo3Keuka (MO3KEUKOBasi) JTMOO CIIMHHOTO MO3ra (CIIMHAILHAS).



IIpuy MPT BbIABIAIOT HW3MEHEHUS, CXOIHBIE C PACCESHHBIM CKJIEpPO30M. B
epeOpOCTMHANBHOW JKUJIKOCTH B OOJBUIMHCTBE CIIy4aeB OBIBACT IUICOLIUTO3.
BoabmMHCTBO OOJIBHBIX BBDKHUBAIOT, Y HHUX XOpPOIIO BOCCTAaHABIMBAIOTCS
yTpaueHHble HeBpojoruyeckue ¢GyHKUMH. B penkux ciayyasx npu OOUIUPHOM
MOPa>XEHUU TOJIOBHOIO MO3ra Ha CTYNaeT CMEPTh B TEUEHUE HECKOJIBKHUX THEW.
Kak u npu o0OCTpeHHMHM pacCesHHOro CKJiepo3a, Haubojee 4acTo B JICUEHUU
UCIIOJIB3YIOT KOPTUKOCTEPOUIBI, pexke Tuiazmadepes. MeTunnpeHu30J10H BBOJISAT
B/B KamenbHO B cyTouHo 103¢ 500-1000 mr B Teuenue 3-7 qHei, mociae KOTOPOro
HA3HAYaroT MepopasbHbII MpueM mpenapata mo 60-80 mr/cyT B TeueHnue 5-7 aHe
C MOCJIEAYIOIIMM YMEHBIICHHEM JI03bI HA 5 MI' KaKIbI€ 2 JHS 0 MOJHOW OTMEHBL.
[loBTOpHBIE ~ OOOCTpEHMSI  IOCJE MEPEHECEHHOIO0  OCTPOro  PAaCCESHHOIO
sHIIEQaAJIOMUENINTa HE BO3HUKAIOT, YTO MNPUHIUIHAIBGHO OTJIWYAET 3TO
3a00JIeBaHUE OT PACCESTHHOT'O CKJIEPO3a.
IIpumepnas rematuka HUPC no teme

1. duddepenumannsbiii quarao3 PC u OPOM.

2. udpdepenunanbHas auarHoctuka PC U JIpyrux HEBPOJIOTHYECKHX

3a00€eJIBaHU.

3. Ipemnapatsi rpynmel IIMTPC.

4. OPOM.

5. Konnenrpuueckuii ckiiepo3 baro.

OcHoBHas IUTEpPaTypa

1. Hespousorus : Han. pyk. : kpatT. uzll. / ri. pen. E. . I'yces, A. H. KonoBanos,
A. b. TI'ext. - MockBa : ' DOTAP-Menna, 2018. - TekcT : 3JI€KTPOHHBIN. -
URL.: http://www.rosmedlib.ru/book/ISBN9785970444054.html

2. Hesponorus : HanuoHaiabHOE pyKoBOACTBO : B 2 T. / pea. E. U. I'yces, A. H.
Konopanos, B. M. CkBopuoBa. - 2-¢ u3z., nepepabd. u jgom. - Mocksa :
I'DOTAP-Menua, 2022. - T. 1. - 880 c. - Tekcr : anexkrtpoHusiii. - URL:
https://www.rosmedlib.ru/book/ISBN9785970466728.html

3. HeBponorus : HannonaigbHOEe pyKoBoACTBO : B 2 T. / pea. E. U. I'yces, A. H.
Konopanos, B. M. CkpopuoBa. - 2-¢ u3zd., nepepab. u gom. - Mocksa :
I'DOTAP-Menua, 2021. - T. 2. - 432 c¢. - Tekcr : anexkrtpoHHsiii. - URL:
https://www.rosmedlib.ru/book/ISBN9785970461594.html

JlonmosiHUTEIbHAS JIUTEpaTypa

1. Cxopowmer, A. A. ATiac KIMHUYECKOU HEBPOJIOTUH : TTocoOue i Bpauel / A.
A. Ckopowmer, A. II. Ckopomer, T. A. Ckopomerl. - 2-¢ u3., nepepad. u JI01. -
MockBa : MCIII/II_II/IHCKOC uHpopManronHoe areHTctso, 2020. - 432 c. : . -
Tekcr 3JIEKTPOHHBIN. - URL:
https://www. medllb ru/library/bookreader/read/37662

2. U30Opannbie nekmuu mo oomiei u nerckor HeBposoruu / C. K. EBtymenko, A.
A. Ckopowmer, A. I1. Ckopomen, O. C. Eptymienko. - Mocksa : MeauuuHckoe
nHdopmarmonHoe areHTcTBo, 2021. - 840 c. - Tekct : anmekTponHsbIi. - URL:
https://www.medlib.ru/library/bookreader/read/43298



JIeKTPOHHbIE PeCypChl

1. Caiir MunuctepcTtBa  3apaBooxpaHeHuss — Poccuiickoii  @enepanuu
https://www.rosminzdrav.ru

2. Caiit MuHuncTepcTBa 31paBOOXPaHEHUS Kpacnosipckoro Kpas
http://www.kraszdrav.ru/

3. OO6mepoccuiickas oduiecTBeHHas opranuzaius Coro3 peadunutonoros Poccuun
http://rehabrus.ru
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IIpakTuyeckoe 3ansaTue Ned
Tema: [lapokcu3ManbHble PaCCTPOMCTBA COZHAHUS — AIUJIETICUSI 1 OOMOPOKHU.
Pa3sHOBMIHOCTD 3aHATHSA: IIPAKTUIECKOE.
Metoabl o0ydeHHsi: OOBSICHUTEIbHO-WILIIOCTPATUBHBIN, PENpPOLYyKTUBHBIN,
METO]I IPOOJIEMHOT0 U3JI0KEHHUS, YACTUYHO-ITOMCKOBBIN, UCCIEA0BATEIBCKUH.
3HaueHne TeMbl (aKTyaJbHOCTh H3y4aeMoM mpobOsemsl): HacnenctBeHHble
HEPBHO-MBIILICYHbIE 3a00JIeBaHUs - Ooybllas rpymnmna OoJIe3HEW, NMPU KOTOPBIX
OTMEYaeTcsl MOpPaKeHHE MBIIICYHON TKaHHW, Mepudepruyeckux HepBoB. Bce oHH
DTUOJIOTUYECKU CBSI3aHBI C TEHHBIMU MYTALUSAMH, JIOKAIM30BAHHBIMU B ayTOCOMAX
WIH TIOJIOBOM X-XpOMOCOME; HEpEAKU MOBTOPHBIC CIydau 3a00JEBAaHUS B CEMBE.
Jnst 3TOM rpymnmbl 3a00JIEBaHUI XapaKTEPHO MPOrPECCUPYIOUIEE, MOCTENEHHO
HapacTalllee TEUCHUE, MPEUMYIIECTBEHHOE MOPAKEHUE ONPEIEIICHHBIX CUCTEM.
B numarHocTMKe UMMEIOT 3HAYEHUME AaHAIU3 AHAMHECTHUYECKHUX CBEICHUU,
BCECTOPOHHEE KIIMHUYECKOoe oOcnenoBanue. M3ydeHune »oTux 3a0o0sieBaHUM
MO3BOJIAET HaMeyaTh MyTH 3PPEKTUBHON MATOr€HETUUECKON Tepanuu, BBIABIATH
CKPBITBIX HOCUTEJIEH MyTaHTHOTO I€Ha, IMarHOCTUPOBATh 3a00JIEBaHNE HA PAHHUX
cTanusix OOJIE€3HU, UHOTAA BHYTPUYTPOOHO METOAOM aMHMoueHTe3a. K ogHol u3
BaXHBIX 3a7lad OTHOCUTCS AuQQepeHunanbHas JUarHOCTUKAa HaCIeICTBEHHBIX
Oone3Hel M uX (EHOKONUM, T.€. HACJIEICTBEHHBIX 3a00JIEBaHUM, HMEIOIIUX
AaHAJIOTUYHYI0 CHUMIITOMAaTUKy. Pa3rpaHuueHue mnoJ0OHBIX BapHaHTOB HMEET
3HAYEHUE IS TEPAMHU IPOTHO3A.
®opmupyembie komnerennuu: [1K-5, [TK-7, TIK-9
MecTo npoBeieHUs1 U OCHAIlEHHE PAKTUYECKOr0 3aHATHSA: Y4yeOHasi KOMHATa
Ne 1 — KOMIUIEKT pa3laTO4YHBIX MAaTE€pPUATOB, KOMIUIEKT Y4eOHOW MeOenH,
MOCaJI0YHBIX MECT, HOYTOYK, TPOEKTOP, IKPaH.
CTpyKTypa cojep:KaHusi TeMbl (XpOHOKapTa MPAKTUUYECKOTO 3aHSTHSA)

OTansl
[IponomxurensHocTh | ComepxkaHue JTarla "
/T | MPaKTHYECKOTO
(MuH.) OCHAIIIEHHOCTH
3aHATHS
IIpoBepka moceniaeMocT 1
Oprannzanus POBEp
1 5.00 BHEIITHETO BHA
3aHATUS
00yJaromMXcs
O3ByunBaHUE
9 DopMyIUPOBKA TEMBbI 10.00 MperojiaBaTesieM TEMbI U €€
U Lelen ' aKTyaJIbHOCTH, Henen
3aHATUS
TectupoBanue,
Kontposs nexomsoro WHAUBUAYAJILHBIA YCTHBIN
3 |ypoBHs 3Hanuét wu | 20.00 Y L
- WM TMHCHBMEHHBIA OMpoC,
YMEHHUI o
(GpOHTANBHBII OMPOC




PackpeiTie  ydeOGHO-
4 neneBbix  Bompocos | 30.00
10 TEME 3aHATHUSA

N3noxenue OCHOBHBIX
MOJIOYKEHUU TEMBI

CaMocTosTenpHas BLITOHEHIE
5 | pabora o6yuaromnuxcs | 180.00
MPAKTUIECKOTO 3aIaHuUs

(TeKymuii KOHTPOJIb)

HNToroBblii KOHTPOJIb
6 |3Hanmii (nucemenHo | 20.00
WJIM YCTHO)

TecThl o TeMe,
CUTYaIIMOHHBIC 33J]a41

Y4ebHO-MeToIMYeCKHe
pa3paboOTKu  CIETYIOLIETO

3aganne Ha oM (Ha 3aHSATHS U METOIUYECKUE

7 5.00
CJIEIYIOLLEE 3aHSTHE) pa3paboTku VIS
BHEAYAUTOPHOU pabOTHI MO
TEME
BCEI'O 270
AHHOTaNuUs (KpaTKOe COJAEPKAHUE TEMbI): DNUJIETCHS SBJIAETCS OJHUM U3 CaMbIX
paclpOCTPAHEHHBIX  PACCTPOMCTB  HEPBHOM  CHUCTEMBHI, OKa3bIBAIOILINM

3HAYMTEIBHOE BIIMSHHME HA KayeCTBO JKMW3HM IMAIIMEHTA U YIEHOB €r0 CEMbBHU.
PacripocTpaHeHHOCTB B pa3BUTBIX CTpaHax cocTasiseT 5,8 yen. Ha 100 HaceneHus,
B pasBuBatomuxcs crpaHax — 10,3 yen. ma 1000 HaceneHuss B TOPOACKHX
noceneHuax u 15,4 yen. Ha 1000 HaceneHuss B celbCKUX paiioHax. B P®
pacmnpoCTpaHEHHOCTh cocTaBisieT 3,2 den. Ha 1000 nacenenus (EBpomneiickas
yacTh — 3,1; Cubupsb u Jansuuit Boctok — 3,4; kpynHsie ropoaa — 3,1; HeOobIme
ropojia u ceiabcKast MECTHOCTh — 3,7 den. Ha 1000 HaceneHusi COOTBETCTBEHHO).
Cornacio koHcencycy ILAE wu MexayHapoaHoro O0Opo 1O 3SOUIEICHH
(International Bureau for Epilepsy, IBE), snuiencus mnpeactaBisier coOoit
00JI€3Hb, BKJIOYAIOIIYIO Pa3JIMYHBbIE PACCTPOMCTBA M COCTOSHUA. BBUIO pelieHo
OTKa3aThbCsl OT TEPMUHA «PACCTPOMCTBOY» WJIM «TPYIIA PACCTPOUCTBY, MOCKOIBKY
JAHHBIN TEPMUH  YKa3blBa€T  HAa  PA3IUYHOU IIPOAOJIKUTEIBHOCTH
(yHKUHMOHATIBHBIE HAPYILIEHUS, B TO BPEMsI KaK TEPMUH «OO0JIE3HBY» MPEIO0JIaracT
Oosee UTENbHOE HapylleHne pyHKIUU. Takxke Takue cepbe3Hble COCTOSTHUS, KaK
pak uiau JauabeT Npu3HaHbl OOJE3HSMH, IMPU STOM BKIIOYAIOT MHOXXECTBO
Pa3HOPOJHBIX PACCTPOMCTB.

Knaccudukanuss comaepX UT HECKOJIBKO YPOBHEW, YTO OOYCIOBIEHO OOJIBIION
BapraOeIbHOCThIO JIOCTYIHBIX METOJOB OOCIEOBaHMS MAIlMEHTOB C AMMIETICHEN
B Mmupe. Ha mnepBom »stame (ypoBHE) HAET ONpENENEHUE THUNA NPUCTyHA:
(boKanbHBIN, TeHEepaIM30BaHHBIN WM C HEU3BECTHBIM HadalioM (CM. MoapoOHee
pazaen «Knaccuduxanuys 3MuIenTHIECKUX TPUCTYTIOBY ).



Ha BrTopoMm »5Tane (ypoBHE) CcCleAyeT ONPEAETUThCS C TUIIOM SMWICTICUU:
(dbokanpHas, TeHepaIn30BaHHAs WM cOoYeTaHHasi (JoKajIbHasi U FeHepau30BaHHas,
uin HeusBecTHas (unknown). [[ns reHepaivM30BaHHOW SMHIICTICUUA XapaKTEPHO
HaJu4yue TEHEPAIM30BAHHOW CIANK-BOJHOBOW aKTUBHOCTH Ha OJI, chekTp
MPUCTYIIOB, BKJIIOYasi a0CaHChl, MUOKJIOHUYECKHUE, ATOHHUYECKHE, TOHUYECKHE U
TOHUKO-KJIOHMYECKUE MPUCTYIBI. JInarHo3 CTaBUTCA HA OCHOBAaHUM KIMHUYECKHX
MPOSIBJICHUNM U TUIHYHBIX MEXIPUCTYIHBIX pa3psnoB. OOKaIbHBIE SMUICTICUN —
3TO SMUJENICHUH C OAHUM WJIM HECKOJBKHUMH (DOKyCaMH, a TaKXKe SIUJICTICHUH C
BOBJICUCHUM OJTHOM TeMHUC(Epbl TOJIOBHOTO Mo3ra. s HUX XapaKTepeH LeJbIid
CHEKTP KJIMHUYECKUX MPOSBICHUN U (POKaIbHBIE SMUIENTU(DOPMHBIE pa3psIbl Ha
O9I'. CoueTaHHbIE T€HEPATU30BAHHBIE U (POKATBHBIE AIUICTICUN — JMHIICTICHU C
(OKaNbHBIMU U T€HEPATU30BAHHBIMU THIIAMU TMPUCTYIIOB, MPU STOM aKTUBHOCTH
Ha OO MoxeT ObITh J1000I: MOTYT PErucTpUpOBaThCS Kak (DOKadbHBIC, TaK U
r€HEpaIN30BaHHbIE pa3panbl. KiaccHuyeckuM NPUMEpPOM TaKOW JIUJIENCUU
aBisieTcs cuHapoMm Jpase. Tum snumencun, 1MaroCTUPOBAHHbIA HA BTOPOM JTalle,
MOXET CTaThb OKOHYATEJIbHBIM JUAardHo30M, €CIM KIMHHUIUCT HE HUMEeT
BO3MOKHOCTH IIEPEUTH K CIIEAYIOLIEMY YPOBHIO — BBISABICHUIO DIIWICIITUYECKOTO
CHUHJpOMa (KaK MpaBUJIO, B TOM CHUTYyallUH, KOTJa Bpad HE MMEET HEOOXOAMMBIX
METOJI0B 00CieI0BaHus MalueHTa). B kauecTBe nmpumepa NpUBOAUTCA JTOBOJIBHO
pacnpocTpaHeHHasl CUTyalllsi BUCOYHO-JIOJICBOM smuiencud 0e3 M3MEHEHU Ha
MexXnpuctynmHo O3I. JlocTaTOYHBIM B TakOW CHUTyallUd MOXKET CUHATATHCA
JIMArHo3 «QokanabHasi SMUJIENCUS HEU3BECTHOM ATHOJOTHM». pyrum mpumepom
CILY’KUT HaJM4Ke TeHEPaJTU30BAHHOIO TOHUKO-KIOHUYECKOTO MPUCTyNa y peOCHKa
5 JIeT ¢ TeHepalIM30BaHHOM CIAlK-BOJHOBOM aKTUBHOCTHIO Ha DI (mpaBoMoueH
JIMarHo3 «reHepain30BaHHas dMWIencus»). M kinHuyeckas cuTyauus, Koraa y
20-eTHell eBYyMIKH ¢ (POKATBHBIMH MPHUCTYIAMHU C HapYLICHHUEM CO3HAHUS U C
abcancamu, a Takxe ¢ (OKATbHON U TeHEPaTU30BAHHOW aKTHUBHOCTHIO Ha DOl u
HOpMasibHOM MPT rosioBHOro Mo3ra BO3MOKEH JTMAarHO3 «COovYeTaHHas (okaabHas
UM TeHepaju3oBaHHas  »mwiencus». HeknaccuuuupoBaHHas — SHMIIETICUS
(unknown) — snutencus, mpyu KOTOPOH HEBO3MOXKHO OMNPEACIUTh, (POKaIbHAS OHA
WM TeHEepalu30BaHHasl, a JaHHbie DOI' HENOCTYMHBI WK Majio WH(POPMATUBHBHI.
Tperuit stan (YypoBeHb) 3aKiO4YaeTcs B YCTAHOBJICHHM SIHJIECOTHYECKOIO
CHUHIpPOMA. OMNWIENTUYECKUH CHHIPOM TPEACTaBIIeT COOOM COBOKYIMHOCTb
XapaKTEpUCTHK, BKIIFOYAsk TUN MPUCTYIA, AaHHbIE DD M HEMPOBU3yaIU3aluu, OH
4acTO HMEET BO3PACT3aBUCHMBIA  XapakTep, MPOBOLMPYIOUE (HAKTOPHI,
XPOHO3aBHUCUMOCTh M B DPSAE CIy4aeB OIPEIEICHHBIA IPOTHO3. Moker
OTMEUYaTbCsd  XapakTepHas  KOMOPOHUIHOCTh —  HHTEJUIEKTyaJIbHbIE U
NcUXuaTpuyeckue HapyueHus. CHHIPOM Tak)Ke€ MOYKET UMETh aCCOLMUPOBAHHbIC
ATUOJIOTUYECKHUE, MIPOTHOCTUYECKUE U TEPANEBTUYECKHUE MociaeacTBuss. OH 4acTo
HE COOTBETCTBYET ITHOJIOTMHU DIIWICIICUM, HO ONPENENACT TAKTUKY JICUCHUSA U
HaOmoeHus 3a nanueHToM. CyliecTByeT JOCTaTOYHO MHOT'O XOPOILIO OMHUCAaHHBIX
AMWJIECNTUYECKUX CHUHAPOMOB (ZeTckas abcaHCHas smuiierncus, cuHiapoMm Becra,
cunapom Jlpase u np.), Ho ILAE Hukorma He mbiTanach WX KIaCCU(MUIIUPOBATH.
Hecmotps Ha oTCyTCTBHE KIIACCU(PUKALMU CUHIPOMOB, CPEId T€HEPATU30BaHHBIX
SMUJICTICUI BbIAENseTCs OOLIENpU3HAHHASA U YacTO BCTpevaroulasicst moArpymnmna —



WJIAONATUYE CKUE TEHEPAIM30BaHHbIEC Jrwmiencud. K HUM OTHOCATCS JIE€TCKast
abcaHCHasi, IOBEHWJIbHAs a0CaHCHas, IOBEHUJIbHAS MUOKJIOHUYECKAsl SMUJICTICUU U
SIUJIENICHS. € W30JMPOBAHHBIMU TE€HEPAIM30BAHHBIMA TOHHKO-KIOHHUYECKUMHU
npuctynamu. ['peueckuii TepMuH «idios» MEPEBOAUTCS KaK «cam», «CBOID,
«JIAYHBI» U MOJIPa3yMEBAET HEKYI0 T€HETUUYECKYI0 ATHOJIOTHI0. B pamkax HOBOM
KIaccuukanuyM 3Ty TpYNIy MOXHO ObUIO OBl Ha3BaTh «ICHETHUYECKUMU
re€HEPATN30BAHHBIMU SIUJICTICUSIMI», HO BPaul BBICKA3aJIM MOXKEIAHUE COXPAHUTD
MPUBBIYHYIO TEPMHUHOJIOTHIO, TMOJTOMY PEIIEHO WCIO0JIb30BaTh 00a Ha3BaHUs
noAarpynnel. Jlpyrasg BeigensiemMas TpyIlmna CUHIPOMOB — BO3pPAaCT3aBUCHMBIE
(Oonee TOUHBIN TIEPEBOJT «CaMOOTpaHWUYEHHBIE» OT aHri. self-limited) poxanbpHbIe
snunencur. K HHUM OTHOCATCS [1OOpPOKAYECTBEHHAsi JMWJIENCUS JETCTBA C
LEHTPOTEMIIOPATIbHBIMU CHailkaMu (CHHOHUMBI — BO3pacT3aBUCHMAsi SMUJICTICUS
C UEHTPOTEMIIOPAJIbHBIMU CHAKaMH, pOJaHAUYECKAs HHUJIEINCUS), CHUHAPOM
[TanaiioTomymnoca, cunsipom ['acto, a Takxke OTlIeTbHbIE JIOOHO-/10JIEBbIE, BUCOYHO-
JIOJIEBBIC, 1 TEMEHHO-IO0JIEBBIE AIMJICIICUU C HAYaJIOM B IIOAPOCTKOBOM U JIaKE BO
B3pOCIIOM Bo3pacte. UerBepThlil 3Tan (YpOBEHb) 3aKIIOYAETCS B YCTAHOBJICHUU
sTHOJIOTUH A1iuiencuu. CoriiacHo HOBOM KilacCU(UKAIIMK, BCE SMHUIICTICUU JEISITCS
Ha CTPYKTYpHbIC, TeHETHUECKUE, NHPEKIIMOHHbBIE, METa00INYeCKIEe, UMMYHHbBIEC U
C HEHW3BECTHON »dtuonoruei. CTPyKTypHBIE SMHIECIICUM — SOWICICUHU, TpPU
KOTOPBIX CTPYKTYPHBIN AedeKT, BEPOSITHO, SBISETCS MpuuuHOM snuiencuu. Kak
MIPUMEP NPUBOIATCS SIWICTICUHA, PAa3BUBAIOIIMECS IIOCIE TPAaBMBbl, WHCYJbTA,
uHpexnuu, Ha (oHE MOpPOKa Pa3BUTUSI TOJOBHOTO Mo3ra. OCOOEHHO 3HAYMMBI
SIWICTICUU, BBI3BAHHBIE CKJIEPO30M THUIIOKaMIlia, raMapTOMOM THIOTajaMyca H
aTpodueil, CBOWCTBEHHOU cuHApoMy PacmycceHna, Tak Kak npu HUX 3((HEKTUBHO
HEUPOXUPYPTUYECKOE BMEIIATENBbCTBO. [loguepkuBaercs, 4YTO CTPYKTYpPHBIE
SIUJIETICUA MOTYT OBITh KaK TeHETUYECKUMHU, TaK U MPUOOpETEeHHbIMU. TaK, MOpoK
pa3BUTHS TOJOBHOTO MO3ra B BHUJE MOJUMHKPOTUPHUH MOXKET OBITh BBI3BAH H
mytarueit B reHe CPR56, u BHyTpuyTpoOHOH ITUTOMETATIOBUPYCHON MH(DEKITUEH.
B ToOM curyamuu, Korga OSIWIENCUS OJAHOBPEMEHHO M TIE€HETUYECKas, U
CTPYKTypHasi (Hampumep, SIUJIENICUs NpU TyOepOo3HOM CKjepo3e) oba TepMHuHA
(«reHeTHYECKAs» W «CTPYKTypHas») HMEIOT TMpaBO Ha CYIIECTBOBAHUE.
I'enetnueckue smmiiencud. KoHLENus reHeTUYeCKUX 3MUIICIICUM 3aKIIF0YaeTCs B
TOM, YTO 3a00JieBaHHME BBI3BIBACTCS OlpejesieHHoW myranuei. He Bcerma »To
MOXHO TOATBEPAUTh JIaHHBIMM TE€HETHYECKOro  O0OCJIeIOBaHUS; HMHOTJA
YTBEPXKJIEHUE OCHOBAHO HAa CEMEHHOM aHaMHe3e (Hampumep, UMEETCsl ayTOCOMHO-
JIOMUHAHTHBIM THUN HAcjleJOBaHUsA). DBOJBIIMHCTBO M3BECTHBIX  MYTallMii,
BBI3BIBAIOIINX JMUJICTICUIO0, JAEMOHCTPUPYIOT KIUHUYECKYID TE€TEPOTC€HHOCTb,
OOJIBIIMHCTBO TEHETUYECKUX HMUJIENTUYECKUX CHHIPOMOB — T'€HETHUYECKYIO
TETEPOr€HHOCTh. ECIM HMMEEeT MECTO CIJIOKHBIA THUIl HACJIEHOBAHUSA, KOTOPBIM
MO/Ipa3yMeBaeT MyTallid BO MHOTHX T'€HaX B COYETaHUM C BIUSHUEM (haKTOPOB
BHEIIHEH cpeapl wWin 0€3 TaKoBOrO0, MOXKHO TOBOPUTH O TEHETUYECKOUN
npeapacnoyioxkeHHocT (hakTop, HEAOCTATOYHBIN NIl pa3BUTHUS smuierncun). U3
(GbakTOpOB BHENIHEH Cpeabl YIOMHHAIOTCS HEIOCBITAHUE, CTPECC W WH(OEKIUU.
KoHcTaramus reHeTu4ecKou 3THOJIOTMH SIWICICUA HE O3HA4YaeT HaCIEIOBaHUsA
3a0oneBaHusi. MHOTHE MyTaIliy, BHI3BIBAIONINE PA3BUTHE KaK TSHKEIBIX, TaK U HE



TSDKEJIBIX SIMAJICTICUH, SIBISIOTCS MyTarusiMu de novo, u, CJIeI0BaTeNbHO, MPOTHO3
JaJbHEHNIIIe TO IETOPOXKICHHS B TAKMX CEMbsiX OnmarompusaTHeiid. Ho cam mammeHr,
KOTOPBIA HMMEeT JaHHYI0 MYyTaIlMi0, MOXKET IMepenaTh €€ I0 HacIeACTBY.
WNHpeKknnoHHbIe ANWICIICHU — COCTOSIHHSI, KOTOPBIC SIBIISIOTCS TPSIMBIM
CIIICTBUEM KOHKPETHOTO WH(EKIIMOHHOTO 3a00JieBaHUs, B WX KIMHUYECKOU
KapTHHE TOMUHHUPYIOT SMIICITHYCCKUE TIPUCTYIBI. DNMUJICTITHIECKUAE TPUCTYIIHI B
OCTPOM TMEepHOJe MEHUHTUTA WM OJHIedamuTa HE SBISIOTCS DIHICTICHUEH.
NudexmonHass 3THOJOTUS  CUMTAETCI  HaumboJiee  pacmpocTpaHeHou. B

OMpEeICICHHBIX peruoHax MHpa AIUJICTICUS MOXET BBI3BIBATHCSA
HEUPOLIMCTULIEPKO30M, TyOEpKyIe30M, BUY-undexrmuei, MOJOCTPBIM
CKJIEPO3UPYIOLIUM naH>HIEePaATUTOM, TOKCOILIa3MO30M u JpYyTUMHU

BHYTPUYTPOOHBIMH HH(EKIUSAMHU, BKIIOYas BUPYC 3UKa. OMUJICTICHS MOXKET
pa3BUBATbCA TOCIE OKOHYAHHUA HWHQPEKIHNH, HAmpuMep TMOocie MEePEHECEHHOTO
BUPYCHOTO SHIEpanuTa. Y CTaHOBJIEHUE MH(EKIMOHHOW 3THOJIOTUM Ba)XKHO, TaK
KaK 3a 3TUM cheayeT crneuuduueckas Tepanus. MeTaboauuecKue >SHUIETICUU
ABJIAFOTCA ~ TNPSAMBIM  pE3yJbTaTOM  M3BECTHOIO WM  IPEAIOIaraeMoro
MeTab0IMYECKOT0 HapyLIEHMs], IPY 3TOM SMUJIEHCUS JOMUHUPYET B KIMHUYECKON
KapTHHE. YacTo 3TO XOpOIIO W3BECTHBIE META0OINYECKUE HAPYLLIEHUS, TAKUE KaK
ypemusi, nophupusi, HapyueH!s: oOMeHa aMUHOKUCIIOT U HMUPUIOKCUH3aBUCUMbIE
cynoporu. MetaOonuyeckass SOWIENICUS MOXET OBITb TNPUOOPETEHHON U
reHetudeckoil. [Ipu Hel Takxke Bo3MoOkHa cnenuduyeckas tepanusa. MiMmyHHbIE
ANWIENCUM — TPSIMOE TMOCIEACTBUE HMMYHHBIX HApyLIEHUH M OCHOBHOE
KJIIMHUYECKOE TMposiBIeHue 3aboneBaHus. Takod [OMarHo3 BO3MOXKEH, KOrja
UMEIOTCS TOKA3aTeJIbCTBA ayTOMMMYHHOI'O BOCHAJIEHUS B LIEHTPAJIbHON HEPBHOM
cucteme. [Ipumepom siBnsierca 3H1eGanuT ¢ anturenamMu kK NMDA-peuenropam u
aumoOndeckui  sHuedanur. Taxke BO3MOXHA ~ creudduueckas — Tepanus
(ummyHOKoppekiusi). Crienyer OTMETUTh, YTO AayTOMMMYHHBIE MEXaHU3MBI,
JeKallhe B OCHOBE TaKUX AMWIENTHYECKUX CUHAPOMOB, KAaK, HAIlpUMEpP, CUHAPOM
Pacmyccena, (opMHpyrOT CTpyKTypHyHO »snwiencuto. B cBoro  ouepenb
UHQEKINOHHbIE areHThl HEpPeIKO MHIYLHUPYIOT ayTOMMMYHHBIE IPOLECCHI,
KOTOpBIE NMPUBOJAT K MOBPEKICHUIO MO3ra C KIMHUYECKHMH IPOSIBICHUSAMHU B
BUJIC OMWIENCUU (TaKuM 00pa3oM, DIHIETICUS COYeTaeT HHQPEKIUOHHYIO,
ayTOUMMYHHYIO W CTPYKTYPHYIO JTHOJOTrHI0). Takoe HaOmogaeTcss B psaje
NpuoOOpEeTeHHBIX ciydaeB cuHapoMa Jlproka—/laBunodpda—Maccona (Dyke—
Davidoff— Masson syndrome), nposiisitoriierocs nepeopaibHOil remuarpoduei,
CyJloporamMu, reMUnape3om, JMIEBOM aCUMMETPUEN U TPYIHOCTAMU OOydYEHHUs, a
TAK)KE€ TMPU  OSMNUJIENTHYECKOM CHUHAPOME, HHIAYLUUMPOBAHHOM  (HeOpHiIbHOU
undexuueit (Febrile infection related epilepsy syndrome — FIRES) unu Tak
Ha3bIBAEMOW pa3pyIlIMTENIbHON SHUedaonaTuu JeTedl MIKOJIBHOrO BO3pacTa
(Devastating epileptic encephalopathy in school-aged children — DESC).

Knaccudukanus snuienTHYecKuX IpUCTYIOB MpeICTaBlIeHa B TaOIuIIE.



DoKATEHOE HAYAND

(¢ coxpasHHOH OCO3IHAHHOCTEID, INeHepaiH30BAHHOE HAYAND C HEM3IBECTHBIM HAYMATOM
€ HAPYIUEHHEM OCOIHAHHOCTH)
MoTopHble: MoropHeie: MoTopHEle:
ABTOMATHIMEL TOHHKO-KJIOHHUECKHE TOHHKO-KJIOHHIECKHE
ATOHHUECKHE KIOHHYEeCKHE IMANENTHYECKHE CNAIMEL
KIIOHHIECKHE TOHHYECKHE
IMHIENTHYECKHE CasMBl MHOK/TOHHYECKHE
FHMEPKHHETHUECKHE MHOKTOHHKO-TOHHKO- KIOHHYECKHE
MHOKITOHHYECKHE MHKIOHHKO-aTOHHYECKHE
TOHHYECKHE ATOHHYECKHE
IMHIENTHYECKHE CIAIME
bes nBHraTeNbHBIX CHMITTOMOB! AbcaHchl: Bbes ABHraTeNbHEX CHMITTOMOB:
BEreTaTHBHLIE THITHYHBLE nosegeH4eckie (behaviour arrest)
noeeaeHYeckue (behaviour arrest) ATHIMHYHBLE
KOTHUTHEHBIE MHOKTOHHYECKHE
SMOLHOHATEHEIE € MHOKITOHHEH BEK
CEHCOPHBIE
C nepexonoy B OHIATEPATLHEI TOHHKO-KIOHHYECKHIT HexnaccHpuMpoBaHHbE

B knmHMYecKo mMpakThke 4Yacto TpeOyeTcs mpoBeacHue audQepeHnaTbHon
JTUATHOCTUKH JMHJICTICUA C JPYTUMHU BHJIAMH HAPYIICHHUS] CO3HAHUS: OOMOpPOKH,
PEaKTHBHBIC CYJAOPOKHBIC TIPUCTYIIBI U T.]I.

IIpumepnas rematuka HUPC no reme

1. Knunuko-anexktposHuedanorpaduueckas KapThHa TCHETUYECKUX
IE€HEPAJIM30BAHHBIX JIUJICIICHM.

2. Knunuko-3nekrposHiedanorpapuyeckass KapTHHAa CTPYKTYpPHOHM BUCOYHOU
Meano0a3aibHON AMUIETICUU

3. Knunuko-anextposHiedanorpapuieckas KapTUHa 3aTBLIOYHOI0IEBO
DIUJICIICHUH.
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