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INPEAUCJ/IOBUE ABTOPOB
YBaxkaeMble YUTATENH,

[IpobGnemaTnka HEMpPOACTCHEPATUBHBIX 3a00JICBAaHU HEYKIOHHO PAacTET BO
BceM mupe nocneanue 50 yet. Bo MHOrOM 3TO CBSI3aHO C MOBCEMECTHBIM POCTOM
MPOJOJIKUTETLHOCTH KU3HHU.

B cBoeil HampsbkeHHON padoTe Bpady-HEBPOJIOTY BCE 4Halle MPUXOAUTCS
CTaJIKUBATHCS C MAIlMEHTaMH, KOTOPBIX 3acTaBUJia OOpPATUTHCSA 3a MEAUIIMHCKOMN
MIOMOIIBIO CKOBAHHOCTb B T€JI€, 3aMEIJIEHHOCTh MEPEBUKEHUS, APOKAHUE. . .

B Mupe cymectByer HeMano ydeOHbIX 10ocoOui, MoOHOTrpadui,
MPAKTUYECKUX PYKOBOJCTB, MOCBSIIEHHBIX HanbOoOJee aKTyalbHbIM, COBPEMEHHBIM
Hay4YHO-TIPAKTUYECKUM JIAHHBIM M0 CaMbIM PaclpOCTPAHEHHBIM HEBPOJOTUUECKUM
3a0oneBanusiM. [lpucTymasi K HamMCaHUIO JAHHOTO Y4Ye€OHOTO MOCOOHsS, MbI
CTaBWUJIU Tiepes; coOOM 1elb co3/laTh 00pa30BATENbHBIN/yUeOHBIN MPOIYKT,
OpPUEHTUPOBAHHBII Ha MPAKTUYECKYIO JAESATEIbHOCTb, KOTOPBIM IpU 3STOM
colepkay Obl aKTyaJlbHbIE JAaHHBIE MO ATHOJIOTHUH, MATOrEHE3Y, AUATHOCTUKE U
nedenuto Oone3nu Ilapkuncona. IIpu 3ToM HaM XoTenoch, YTOOBI OH HE ObLI
Meperpy’>keH MEJIKUMHU, MaJO3HAUYUTEIbHBIMU JIETANISIMU, KOTOPhIE HE MO3BOJISIOT
YUTATENISIM CPOPMUPOBATH TPABUIIBHYIO TOUKY 3pEHHUS Ha OCBEUIAEMYIO B TOCOOUH
teMy. UToObI, Kak TOBOPHUTBCS, CpPEIU JIEPEBHEB PA3JIUYHBIX ACMEKTOB
MMAPKMHCOHUYECKOTO CUHAPOMA YUTATENIb HE MOTEPSUT KPACHUBBIM U CTPOMHBIN JIEC
6one3nu [TapkuHCOHA.

Jnst ydiiero ycBOEHHUs TEOPETHYECKOro Marepuajia B yueOHOoe mocolue
BKJTFOYCHBI TECTOBBIC M TPAKTHUYECKHE 3aJIaHUs, BOIMPOCHI [T CAMOKOHTPOJIA,

HarJsiIHbIC PUCYHKH U Ta6J'II/IHBI.

C HaWnydIIMMU TOKEJIAHUSIMU B TTPOUYTEHUU W YCBOCHHUH IMPECTABICHHOTO
Marepuana,

ABTODBL.
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OHMK OCTpO€ HApYIIEHHE MO3TOBOI0 KpOBOOOpAIlICHHE

O®OKT 0JIHO(OTOHHASI SMUCCUOHHAs KOMITbIOTEpHAsi TOMOTrpadust

[THII HAAbSAJICPHBIN MMapaainy

I[THC nepudepudeckas HepBHasE CUCTEMHAsI

[TIC MPOTUBOIIAPKUHCOHUYECKHUE CPEICTBA

TITILY II0JIOKUTEIIbHASA IPOrHOCTUYECKAs LIEHHOCTh

II1A IIE1YHKYJIOIIOHTUHHBIE spa

IICT noJIMcoMHorpadus

[1LP MOJIMMEpA3Has LEIHAs PeaKIus

[I9I1 MOCTAHIIEPATUTHUECKUI TapKUHCOHU3M

19T MO3UTPOHHO-IMUCCUOHHAS TOMOTpadust

PIIBC paccTporcTBO MOBeAEHUS B (ha3e OBICTPOro CHa

CTHA cyOTalaMr4ecKoe sJIpo

T Tpancnoprep nopamuna (DaT)

TKC TpaHCKpaHUaJIbHasi COHOrpadus

XA XBOCTATOE AP0

AT UUTO3WH-aJICHUH-TYaHUH

MHC LIEHTpaJIbHasi HEPBHAs CUCTEMA

UMT YEpeIHO-MO3roBasi TpaBMa

qcC yepHas cyOcTaHIus

OMI' ANEKTpOMHUOTpadust

oT ACCEHILIMAIBHBIN TPEMOP

DBS deep brain stimulation / rimy6okast cTUMYJISIIHSI MO3ra

GBA I'CH TJIFOKOIIepeOpo3uIa3hl

MDS Movement Disorders Society / O611ecTBO ABHraTeIbHBIX
paccTpoOMCTB

MDS-UPDRS Movement Disorders Society - Unified Parkinson's Disease
Rating Scale / YaudunupoanHas mkana ouenku bII
MEXTYHapPOIHOTO 00IIECTBA PACCTPONUCTB JBUKEHUN
PolyQ polyglutamine track / moauriaroTaMHHOBEIN TPAKT



I'TABA Nel
BBEJAEHHUE

Omnpenenenue

bonesnp IlapkuHCOHa — XpOHUYECKOE TMporpeccupyromiee 3abdojieBaHHe
[HHC, npeuMyliecTBEHHO CBsI3aHHOE C JereHepanuend Jo(paMUHEPrUYeCKUX
HEUPOHOB YEPHOU CyOCTaHIMHU, C HAKOIJICHUEM OeJika alb(a-CHHYKIIEUHA B HUX U
00pa3oBaHUEM OCOOBIX BHYTPHUKJIECTOUYHBIX BKJIIOUEHUM (Tener JleBu u HEWpUTOB
JleBu), KOTOpOE€ TMPOSBISIETCS MOTOPHBIMHU (JBUTaTEIIbHBIMKM) HaPYIICHUSIMU
(TMIOKWHE3UEeH C  PUTHIHOCTBIO, TPEMOPOM TIOKOS W MOCTYPaJbHOMN
HCYCTOWYHMBOCTBIO Ha TO3MHEH CTaauu 3a00JICBaHUs), KOTOPHIC COYCTAIOTCS C
WHJUBUTyaJIbHO HIUPOKUM CIEKTPOM HEMOTOPHBIX MPOSBICHUMN (MCUXUYECKHUX,
BETETAaTUBHBIX, CEHCOPHBIX U JIP.).

Ucrtopus

B 1817 romy [lxeliMmcom IlapkuHCOHOM OBUIO OIMyOJHMKOBAaHO «3Jcce O
JIPOXKATEIHHOM IMapajinye», B KOTOPOM BIIEPBbIE HAYYHO ObLIM ONMKUCAHBI OCHOBHBIE
CUMIITOMBI 3a00J1€BaHUSI.

Jlxeitmc [Mapkuncon (1775-1824) Ob11 HE TOJIBKO BpauoM OOIIEH MPaKTUKH,
KOTOpbIH w1 1 pabotan B [llopautue, nepeBue 3a npenenamu JlonaoHa B 18 Beke,
HO TaKXe€ M XUMHKOM, M T'€0JIOTOM, U OOIIECTBEHHBIM jesiTeneM. [Ipu sTom oH
SBISICS OXHUM W3 ocHoBatened (B 1807 romy) u uieHoM [eosormdeckoro
oOmectBa JloHAOHA, a Takxke ObUI OJHUM K3 aBTOPOB CaMOro MEPBOTO TOMa
TPYJIOB ATOTO CTAPEUIIEro reoJOrnYecKoro 00IIecTBa.

B wmonorpadum, cocrosimeid w3 S5 mimaB Ha 66 crpanHunax, Jlxenmc
[TapkMHCOH pPAaccMOTPEN HUCTOPUYECKYIO IPEABICTOPHIO COCTOSIHUSA, KOTOPOE OH
OTKCBHIBAJI, €T0 MPU3HAKUA U CUMIITOMBI, HAOIIOJCHUS 32 OT/IEIBHBIMU 6 CITydasMu,
muddepeHManbHblil  1MarHo3, ATHOJOTUIO W JedeHue. [Ipu3HaBas HEXBaTKy
nHpopmaluu, Kak B MpoOUUIOM, Tak U B HactosimeM, Jxelimc Ilapkuncon
CTpPEMWJICS TPEIOCTaBUTh CBOM ‘“‘MHEHHUSI Ha PAaCCMOTPEHHE APYIHX, Jaxe B HMX
HBIHEIIHEM COCTOSIHUM HE3pPEJIOCTM M  HECOBEPIIEHCTBA . byaydunm oueHb
HaOJIOIaTeNIbHBIM, OH  oOmucajd  OoJie3Hb € KOBapHBIM  HA4aJioM U
MIPOTPECCUPYIONUM WHBATUIU3UPYIONUM TeueHueM. VM neranbHO OBLT OnucaH
TpPEMOp IMOKOsI, COrOeHHasl 1M03a U ceMeHsImas noxoaka. Ilpu 3ToM, OH KOHKPETHO
HE OOBSICHS OpaguKWHE3WI0 WJIA PUTHAHOCTh, a TOJ TEPMUHOM ‘‘TIapaind’
CUMTAJl, YTO MAIMEHThl ObUIM CIAObIMHU, XOTS M MPHU3HABAJI, YTO HapyUIECHUE
"3aBUCUT HE OT oOwIel ciiabocTH, a cyry0o OT MpepbIBaHUS MOTOKAa HEPBHOIO
BO3JICUCTBHS HA MOPAKEHHBIE YYACTKH .

3a mpegenamMu AHIJIIMU TEPBBIM YEJIOBEKOM, MPHUBJIEKIIUM BHUMAaHUE K
Bkimany Jhkeitimca Ilapkuncona, Owpu1 JKan-Maptun Illapko, Bwimarommiics
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KIMHUYECKU ydeHblli HeBposior 19 Beka. B cBOMX OQHUIIMATBHBIX JEKIUSIX U
HeopumanbHeIX mnpe3eHTanusax I[llapko mpuBiexk OOJBIIYI0 MEXKIyHAPOIHYIO
ayJIMTOPHUIO Bpayell U CTaXXEPOB, M MOITOMY €0 BBICTYIUICHHUS CTald KIIIOUEBBIM
MECTOM JIJI1 HeBpoJorudeckux oocyxaenuil. B ceoeit nexuuu B 1888 rony [lapko
MPEJICTAaBWI CBOMM KOJUIETaM Cydall mapkuHcoHM3Ma M pacckasan o bIl. [lapko
noApoOHo omwucan Habmonenuss Jlxeitmca IlapkuHcoHa © ompeAenuI
OpaIuKWHE3WI0 W PUTHIHOCTh KaK KIIOYEeBbIC MpU3HAKK 3a0osieBanus. OH
MpPU3HABAJ, YTO TPEMOpP TMOKOS SBISAETCS TUIHYHBIM, HO HE CYIIECTBEHHBIM
JUArHOCTUYECKUM MPU3HAKOM, M OCIIOPHJI UCIIOJIb30BaHUE TEPMHUHA “‘Tapanuya’ B
KauyecTBE ONMHMCAHUS CUMIITOMA, MOCKOJIbKY MallME€HThl HE ObUIM SIBHO CJIA0BIMU
(mapanu3zoBanHbiMU). Takum o00pa3om, W B 3HaK yBaxeHus K JDxelmcy
[lapkMHCOHY, OH MNPEANOJIOKHJI, YTO MPABWIBHBIM  HO30rparuecKuM
o0o3HaueHueM JobkHa ObITh Oosie3nb Ilapkuncona (Parkinson’s disease).
Mexnaynaponnoe omobpenne Illapko u  mumpokue wucciaegoBanus  bII,
MAapKUHCOHUYECKUX PACCTPOMCTB M JPYTUX COCTOSIHUM, COMPOBOXKIAIOIIMXCS
TPEMOPOM, CHITpalid KJIIOYEBYIO poJib B TioOaibHOM BHeApenun bII B
HEBPOJIOTUYECKYIO HO30JIOTHIO (IPAKTHUKY).

INUAeMHOJIOT U

BIl sBnserca oaHuM H3 HauOoJiee 4YacThIX HEWpOAEereHepaTUBHBIX
3a00€BaHUN U IO YAaCTOTE BCTPEYAEMOCTH 3aHMMAET BTOPOE MeECTO, mociie bA.
Bo3spact Havana 3abosieBanus, Kak mpaBuiio, nomaaaeT Ha 50-70 net. [lokazarens
pacnpoctpaHeHHocTH bBII B pa3HpIX CTpaHax 3HAYUTENBHO BapbUPYET H
coctaBisier okosio 120-360 ciyuaeB na 100 000 naceneHusi. 3ab601eBaeMOCTh U
pacnpoctpaHeHHocTh BII yBennuuBaercs c¢ BozpacToM M Habmonaercs y 1%
mozael crapuie 65 net u gocturaet 4% cpenu nui crapiie 80 set. o 50 nmer BII
BCTPEYAETCSI OTHOCUTEIIBHO pPEeAKO U cocTaBisgeT mnpumepHo 10% cmydaes.
Pa3BuTHe npu3zHakoB mapKUHCOHM3Ma B Bo3pacTe a0 40 sner Bcrpeuaercs B 3-5%
BCEX CiyyaeB 3a0ofieBaHHMs M KilaccupuUUpyeTrcs Kak "FOBEHUJIbHBIN"
(Bo3HuKaronmit B Bo3pacte 10 21 roga) u "¢ paHHUM HavajnoMm" (BO3HUKAIOUTUH B
Bo3pacte ot 21 no 40 ner).

[Toxazarens 3a001€Ba€MOCTH TaK)K€ 3HAYUTENILHO BapbUPYET U 1O JaHHBIM
pa3IMYHBIX HCCIENOBaHUM cocTaBiseT oT 5 1o 25 ciayyaeB Ha 100 000 HaceneHus
B T'O/I.

BIT BeIABIsETCSA BO BCEX CTpaHaX MUpa U BO BCEX ITHUYECKUX Ipynnax. Ha
2022 rox 6onee 6 muH uenoBek crpanaetr bII. [Ipeanonaraercs, 4To YUCIEHHOCTD
naiueHToB ¢ BII Oynmer yBennuuBaThCs, YTO CBA3AHO C YBEJIWYEHHEM JIOJIU
MOXKWIBIX JIIOAEH, a TakXKe YIYy4IIeHHEM OKa3aHUsl MEIWLIMHCKON IMOMOIIN

nanuenTaM c¢ bII.
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MyX4YuHBI, COIJacHO pa3JIMYHbIM  HUCCIEAOBaHMAM, cTpanaroT bl
HECKOJIbKO Yamie KeHIUH. COOTHOLIEHHWE MYKUYMH M KEHIIUH BapbUpPyeT M
cocTasisieT npuMepHo 1,5:1. [Ipeanonararor, 4To BAMSHUE 3CTPOTEHOB OKA3bIBAET
NPOTEKTUBHOE JEHCTBUE MO0 aHIPOTeHbl OKA3bIBAIOT TOKCHMUYECKOE BIUSHUE Ha
noamuHepruyeckue  HEHpoHBL.  Takke, BO3MOXKHO, MYXYHMHBI  YaIlle
MTO/IBEPrarOTCs BO3ACHCTBUIO PA3IMYHBIX TOKCUHOB B TOBCEAHEBHOM KU3HU.

ONuAeMHOJIOTHYECKHE  HCCIEAOBAHUSA  OMpeneiii  (QakToOpel  pUCKa
pasButusa bIl: moxunon BO3pacT, My»KCKOH I0JI, HAJIMYKHE POACTBEHHHUKOB C bBII
WIM CUHJIPOMOM MapKUHCOHU3Ma, KOHTAKT ¢ repOunmaaMu u nectunugamu. Ha
CErOJHSAUIHUMN J€Hb YTOYHSETCS POJIb IPYruX (PakTopoB Takux, kak UMT, koHTaKT
C IPYTUMH TOKCUHAMHU, BIUSIHUE MHPEKIIMOHHBIX areHTOB M HEKOTOPBIX JPYTHUX.

Takke CyHIEeCTBYIOT HEKOTOpble (PaKkTOpbl, KOTOPBIM MPUIUCHIBAIOT
3alllUTHOE JIEUCTBUE: KypeHue, ymoTpebiieHne kode U KodeumHcoaepKaimx
MPOJYKTOB, YMEPEHHO TOBBIIIEHHBIII YpPOBEHb MOYEBOW KHUCJIOTHI B KpOBH.
JlaHHbIE OTHOCUTENBHO (u3ndeckor akTuBHOCTH, puema HIIBC (B Tom umcie ¢
npo(UIAKTUYECKONW 1I€JIbl0), CTaTUHOB M AHTArOHHUCTOB KaJblUsl TPeOyIOT
YTOYHEHUS.

Bomnpoch! AJ1s1 CAaMOKOHTPOJISA:

Jaiite onpeaenenue nousaturo bII.

B decth xoro HazBaHo 3abosieBaHue?
KaxkoBa pacnpocTpaneHHOCTh 3a00JIeBaHUA?
Kto gamie noasepsxen pazsututo bI1?

ok W E

B kakux ctpanax BctpedaeTcs 3a00sieBaHue?
6. Kaxue daxropsr pucka passutus bIl onpenenensi? Kakue dakropam
MPUIUCHIBAIOT 3aIIUTHOE ICUCTBUE?

11



'JTABA Ne 2.
TOIHOI'PA®UYECKASA AHATOMMS BA3SAJIBHBIX AIEP

DKCTpanupaMuHbIe paccTpoiicTBa

bazanpHBIC s/Ipa y4acTBYIOT B CJIIOKHBIX HEHPOHHBIX CETAX, KOTOPHIC
BIIUSIIOT HA TIOATOTOBKY U OCYIIECTBIICHUE JIBUTATEILHON aKTUBHOCTH. [larmeHTsI
C MOpakx€eHWeM Oa3aJIbHBIX SJAEP MOTYT UMETh JHMOO THIEPKUHETHYECKHE, JIMOO
TUTIOKMHETHYCCKIE JIBUTATEIbHBIC paccTpoicTBa. ['unepkuHeTHYECKHE
JABUTaTeabHBIC paccTporicTBa Tunuudbl it BIT (Huntington’s disease), npu
KOTOPOM  HEKOHTPOJIMPYEMbIe HENPOU3BOJIBHBIE JBWKCHHS  IPUBOJAT K
HACHJILCTBEHHBIM JIBIDKCHUSM IO THIy MOBTOPSIOIIMXCS PHIBKOB W ITOBOPOTOB.
['unokmHeTHYECKME ABUraTENbHBIE paccTporcTBa TUNWYHBI i BIT n cunapoma
MapKUHCOHU3MA, KOTOPBIE XapaKTEPU3YIOTCS PUTHIHOCTHIO, MEIITUTEILHOCTHIO U
BBIPQKEHHBIMU TPYAHOCTSIMU MIPH HHULIMHUPOBAHUH JBHKCHHIM.

Bba3oBasi anaToMus1 6a3aJIbHBIX siIep

basanbHble sApa TMPENCTABISIOT COOOW COBOKYIMHOCTH SIIEP CEPOTo
BEIIIECTBA, PACIIOJIOKEHHBIX TNTyOOKO B OEIOM BELICCTBE MOJYIIAPHI TOJOBHOIO
Mo3ra. Ha cerogHsmHui 1eHb HET OOINEPUHATOr0 MHEHHUS, KAKUE TTOIKOPKOBBIC
CTPYKTYPbI OTHOCATCS K 0a3aibHbIM siipaM. OCHOBHBIMH DJIEMCHTaMHU 0a3ajIbHbBIX
snep seistoress XS (caudate nucleus), ckopaymna (putamen), BII (BHyTpeHHUE U
HapyxHbIii cermentnl) (globus pallidus or pallidum), orpana (claustrum) (uHorma
paccmarpuBaeTcsi Kak dacTh mosiocaroro Ttena), CTS Jletomca (subthalamic
nucleus) u UC (substantia nigra). O0bIYHO TaK)kKe BKIIOYAIOTCS HEKOTOPBIC IPYTHE
sqpa, Takue Kak nmpuiexaniee sapo (nucleus accumbens) u BeHTpaibHOE OJieHOE
teno (ventral pallidum), xkoTopble y4acTBYIOT B CBSI3U MEXIY JIMMOHYECKOM
cucteMoii M Oa3ajbHBIMH sipamMH. HekoTopble aBTOPBI TakXKe BKJIHOYAIOT
MUHaajIeBHIHOE sapo (amygdala), wiu Teno; oaHako 3TO SAPO (PYHKIIUOHUPYET B
OCHOBHOM KaK 4acTh JIIMOWYECKON CUCTEMBI. (CM. mpuJIoxKeHue 1, pucyHok 1)

XSl u cKopiayma THCTOJOTMYECKH M SMOPHOJOTHYECKH TECHO CBS3aHBI H
paccMaTpUBalOTCS KaK eAWHOE OOJBIIOE SIIPO, Ha3bIBAEMOE HEOCTPUATYMOM
(neostriatum), crtpuatrymom (Striatum) wim mpocTo mMmosiocaThiM TelioM. XS u
CKOpJIyIa pa3/ielieHbl BHYTPEHHEH Karcysioi, HO B HEKOTOPBIX MECTaX OCTalTCs
COCMHEHHBIMU KJICTOYHBIMU MepeMblukaMu. KileTouHble MOCTHUKH BBITJISIAT KakK
MOJIOCHI WM OOpO31KH, coefuHsomue XS u CKOpiylmy B THCTOJOTHYECKUX
cpe3ax, 4To JaeT Ha3BaHWE ‘“‘moJiocartoe Teno”. XS (uto o3HayaeT “‘oOnamaroniuii
XBOCTOM™’) JIEJIUTCS HA TPU YaCTH: TOJIOBKY, TE€JIO M XBOCT, KOTOPbIC HE MMEIOT
YEeTKMX TpaHuIl APYr OT Apyra. MHUHIAIEBHIHOE TEJIO HAXOAWTCS YyTh BIEPEIH
KOHUYMKa XS, B BUCOYHOU J0JIC.
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Ckopayma mpencrtaBisieT coboi Ooibmioe siapo, obOpasyromee OOKOBYIO
yacTh OazanbHbIX saep. Crnepeau U BEHTPAIbHO CKOPJIyIa CPACTAETCsl C TOJIOBKOM
X41. DTa ob6nacTb, Ha3bIBaeMasi BEHTPAIbHBIM CTPUATYMOM, UTPAET BaXKHYIO POJIb
B JIMMOWYECKON CHCTEME M YacTO CUUTAETCS] YacThIO MOJOCATOrO Tejla M3-3a €ro
CXOAHOTO SMOPUOJIOTMYECKOTO pa3BuTus, addepeHTHBIX U IPPEepPEeHTHBIX
COeAMHEHNU. bonbias 4acTh BEHTPAJIBHOIO CTPUATYyMa COCTOUT U3 IPHIIEKAILETO
Anpa.

YyTte MenuanbHee ckopaymnbl Haxonutes BII (wim nanmmmayMm), Ha3BaHHBIM
TaK U3-32 MHOXECTBA MHEJIMHU3UPOBAHHBIX BOJOKOH, MEPECEKAOIUX 3Ty
obnacte. BIII coctouT u3 BHyTpeHHEro (WM MEIUaNbHOT0) U HApyKHOTO (MK
natepanbHoro) cermenToB. Ckopiymna u BIII BMecTe oOpa3ytor yedeBuiieoopasHoe
sapo (ueueBmia) (lenticular or lentiform nucleus). Taxxe B nmuTeparype 4dacto
MOKHO BCTPETUTH JPYro€ Ha3BaHHWE YEUYEBULECOOPA3HOrO sjipa — JIMH30BUIHOE
ANPO.

Kak wu3BeCTHO, BHYTpEHHSS Karcyjia MPEJCTaBIseT coOoil V-o0pa3Hblit
Ha0oOp BOJIOKOH, UIYIIUX K KOpE TOJIOBHOTO Mo3ra M oT Hee. [lepenHsisi HOXKa
BHYTPEHHEH KarlCyJibl MPOXOJUT MEXKIY YEUEeBUIICOOPA3HBIM SIIPOM U TOJOBKOMH
XS, 3aaHss HOXKKA BHYTPEHHEH KarCyJbl MPOXOAUT MEXIY YeueBHUIICOOpa3HbIM
anpoM u TamamycoMm. Cienyer 3amomMHUTH, 4yTo XS W Tamamyc Bceraa
PacCIIOI0KEHBI MEAUAIBHO IO OTHOLICHHUIO K BHYTPEHHEH KaIlCyJe, B TO BpEMs Kak
yeyeBuiieoOpazHoe sapo (ckopiyna u BII) Bcerma pacmnosioxkeHo jaTepaibHO 1O
OTHOIIICHHUIO K HEel. (CM. mpuJio:keHue 1, pucyHok 2-3)

YC umeer BeHTpalbHYIO 4acTh pars reticulata (ceruartas yacte), KOTOpas
CONEPKUT KIIETKH, OYEHb IIOXOKHE Ha KIETKHM BHYTpeHHero cermenrta bIII.
Buyrpennuit cerment BIII u perukynspnas dyacts UC oTaeneHsl Ipyr oT Japyra
BHYTPEHHEH Karcysoi, BO MHOTOM TakKUM ke 00pa3oM, Kak oHa otaenseT XS u
ckopaymny. bonee mopcanphas udacte YUC pars compacta (KoMmakTHasi 4acTh)
COJICP’KUT TEMHO-TIUTMEHTUPOBAHHBIE TO0(aMUHEPTUUECKUE HEHUPOHBI, KOTOPHIE
JAal0T 3TOMY SIpY €ro HasBaHue. JlereHepauust qopaMUHEPTHUUECKUX HEHPOHOB
SBJISIETCA BAXXHBIM IaToreHeTndyecknum mexaHusMom mpu bII. Ilox tamamycom
HaxXoJIUTCs BepeTeHooOpasHoe wim curapoodpasnoe CTSH Jlptouca. B otnmuuue ot
tanamyca, CTA smOpuonornueckun MPOMCXOAWT W3 CPEAHETO MO3Ta, a HE U3
IIEpEHEr0 MO3ra.

KpoBocHabxenue nonocaroro tena u bII ocymiecTBiasieTcss B OCHOBHOM U3
Ye4yeBUIICOOPa3HBIX BETBEH CpeaHEd MO3roBOM apTepuu, XOTs MeauanbHbii BIII
4acTo CHa0KaeTcsl MepeHeld COCYIMCTON apTepueil (BETBb BHYTPEHHEH COHHOMN
aptepuu), a rojioBka XS W mepemHuE YacTH YEUYEBUIIEOOPA3HOTO sApa YacTo
CHAOXXarOTCS BO3BpaTHOM aprtepuelt XioOHepa (BETBb TNEPEIHEH MO3TOBOM

apTepumn).
13



Addepentnsbie, 3¢ depeHTHBIE M BHYTPEHHHE CBSI3U 0a3a/1bHBIX s/Iep

[TpakTrdeckn Bce addepeHTHbIC BOJIOKHA IMOCTYMAIOT B Oa3ajbHBIC sapa
yepe3 mojocaroe Teno (XA, ckopaymy u mpuiexkainee sapo). DddepeHTHbIe
BOJIOKHA M3 0a3aJbHBIX SIIEP BBIXOAT Yepe3 BHYTPEHHUH (MEIUAIbHBIN) CETMEHT
BIII u TecHO cBsI3aHHYIO ¢ HUM ceT4aTyro yacth YC.

B 6a3zanbHbBIX siApax CyIIECTBYET MHOKECTBO CIOXKHBIX BO30Y)KIAIOIIUX U
TOPMO3HBIX  cBsized  (myrteit)  (excitatory and inhibitory  connections),
MCIIONB3YIOIINX HECKOJIBKO pa3inyHbIX HeipoTpancMutTepoB. Kpome Toro, B
0a3aJbHBIX AIpax, MO-BUIUMOMY, CYIIECTBYET HECKOJBKO TMapauUIeIbHBIX MyTeH
IUTSL OCYIICCTBIICHUS PA3IMUHBIX (DYHKITHIA:

e Jlsurarensublii (M MoTopHbIi) myTh (General motor control)

» ['mazoaBurarensHbli yTh (Eye movements)

» KorautueHeii myth (Cognitive functions)

» JlumOmnueckuii (3MormoHanpHbIN) yTh (Emotional functions)

AddepeHTHBIC IYTH

B 0a3anpHble siipa OCHOBHBIE apepeHTHBIE BOJOKHA MOCTYMAOT OT KOPbI
rOJOBHOTO MoO3ra K mnosiocatoMy Teny. Ckopiyna sBisercs HauOosiee BaKHBIM
ap(epeHTHBIM AJIpOM MOJIO0CATOr0 Tela AJi MyTeH YIpaBJIEHUS JBUTaTEIbHBIMU
nporeccaM. BoJbIIMHCTBO KOPKOBBIX ad(EepeHTHBIX CBA3EH B MOJIOCATOM Tele
ABIAIOTCS ~ BO3OYXKIAIOIMMU W HCHOJB3YIOT  TAyTaMaT B KadecTBe
HelipoTpancMuTTepa. Eme ogHuM BakHBIM adepeHTHBIM MyTeM, HAYIIUM B
I0JIOCATOE TEJI0, sIBisieTcs kKommnakTHas yacth YC (Substantia nigra pars compacta).
OT0T A0(haMUHEPTUYECKUI HUTPOCTPUAPHBIN MYTh SBISAETCS BO30YXKAAIOIMINUM JJIs
OJIHUX KJIETOK B CTpHMATyMe€ U TOPMO3SIIMM i Apyrux. AddepeHTHble MyTH
komnakTHOM yact UC Bce elie HaXxoAsATCs Ha cTaauu uzydeHusd. OAHaKo OJHUM
U3 BaXHBIX HCTOYHUKOB MH(POpPMAIMH MOXKET OBITh CYOMNOIMYJSALHS MOJOCATHIX
HeriponoB  (striatal neurons), pacmojOKeHHBIX B ydYacTKaX, Ha3bIBaeMbIX
ctpuocoMamu (Striosomes). IlomocaToe Teno Takke MOJIydaeT BO30YKIAOIIUe
(rmyTamMaTepruyeckue) CHUrHaibl (MMITYJIbChl) OT BHYTPHUIUIACTUHYATHIX SIIEP
(intralaminar nuclei), pacnojoXeHHbIX BO BHYTPEHHEH MEAYJUIIPHOM IIACTHHKE
Tajamyca, OCOOCHHO IIEHTPOMEIUANbHBIX M  MNapaacuuKyJIspHbIX  sAep
(centromedian and parafascicular nuclei). BHyTpeHHIOI0 MeIyUIIPHYIO IJIACTUHKY
TajlaMyca CJleAyeT OTIWYaTh OT BHYTPEHHEH MeNyJUIipHOM 1uiacTuHkM bBIII.
Haxkomner, cymiecTBytoT CepOTOHHHEPTHUECKUE BXOIbI B Oa3abHBIE SApa, KOTOPHIC
uayT u3 saep msa (raphe nuclei) cteona rojgoBHOrO MoO3ra.

d¢pdepeHTHBIE IyTH

Dddepertapie myTH 0azalbHBIX SIIEP BHIXOAST M3 BHYTPEHHETO CETMEHTA
BIII u perukynspHoii vactu YUC. DTH myTH SIBISIOTCS HHTHOUPYIOIIMMHU U

ucnonb3yioT 'AMK B kauectBe HeipoTpancmuttepa. OcHOBHBIE d(DdepeHTHbIE
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nyty HanpasisaoTcesa K BJIS u BILA anpam tanamyca yepes TanaMuyecKuil Iy4oK.
[lepenHue 4YacTh TalaMUYECKOTO IIyykKa BBIXOASAT M3 Oa3albHBIX sIep 4Yepes
nepeaHioo yacte BJIS, B TO BpeMs Kak 3a/lHUE YacTH TaJJTaMUYECKOTO Iy4Ka UIYT
yepes 3aaH10t0 yacth BJIS. Tamamudeckue HEHpOHBI MepenaroT WHPOpMAIHIO OT
0azanbHBIX sep Bcell noOHOW gone. OmHako uHGOpMAaNUA MO YHPaBICHUIO
JABMKCHUSIMH TIOCTYIAeT B OCHOBHOM B IMPEMOTOPHYIO KOpPY, JOMOJHUTEIbHYIO
MOTOPHYIO 00JIaCTh U MEPBUYHYIO MOTOPHYIO KODY.

Oddepentarie myTH Oa3ambHBIX fAAEP TAKXKE HAIMPABISIIOTCS K JPYTHM
sapaM Tajgamyca. K HHM OTHOCATCS BHyTpHUIUIacTHHYaThie szpa (intralaminar
nuclei) (uentpomenuanpbHOoe u  mapadacuukyirspHoe, centromedian  and
parafascicular nuclei), koTopsle BcTymaroT oOpaTHO B moJiocaroe Teno, U MJIS
(mediodorsal nucleus), kotopoe 3aaelicTBOBAHO B OCHOBHOM B JIMMOWYCCKUX
nyTax. Kpome toro, BHyTpennuit cermenT bl u perukysapuas gacts UC nmeror
CBA3U C TMOHTOMENYJUIIPHOW PETUKYJSApHOW (opmanueil, TeM camblM BIIMSsS Ha
HUCXOJSAIIMN PETUKYJIOCIIMHAIBHBIN TpakT. PetukynsapHas yacte UC Takke umeer
CBSI3U C BEPXHUMU XOJIMHKAMU CPEJIHEr0 MO3ra, BIHssS HA CHMHHOMO3TOBBIE ITYTH.
Takum oOpazomMm, OazanbHbIE sipa BIUSAIOT KaKk Ha JaTepalibHble JBUTATEIbHbIC
CUCTEMbI (HampuMep, JIaTepajibHbli KOPTUKOCHMHAJIBHBIM TpPaKT), Tak M Ha
MeINaNbHbIE JBUTATEIBHBIE CHUCTEMBI (HAmpuUMeEp, PETHKYJIOCTHHAIBHBIA U
TEeKTOCTTMHAJILHBIA TPAKTHI).

BuyTpenHue cBsi3u 0a3aJIbHBIX sIAEP

[Tonnmanue BO30yXAaIOIMKX U TOPMO3HBIX MEXAaHU3MOB B 3THUX IMYyTIX JA€T
HEKOTOpO€  MPEACTABJICHHME O  MEXaHu3MaxX  TUNEPKUHETUYECKUX U
TMIIOKMHETUYECKUX JBUTaTENbHBIX paccTpoicTB. CyllecTByeT JBa OCHOBHBIX
adbdepeHTHBIX TyTH HAYHIMX 4Yepe3 OazanbHbIC sApa K dPPEpeHTHBIM sapaMm.
[IpsMol myTh MAET OT IMOJOCATOrO TENA HEMOCPEICTBEHHO K BHYTPEHHEMY
cermenTy BUI w/mmm perukynspuoi yactu YC Henpsimoil myTh NpPOXOAUT OT
MOJIOCATOro Tena CHavana K HapyxHoMy cermeHTty BIII, a 3atem x CTS, npexne
4yeM, HaKOHeIl, TOCTUYb BHyTpeHHero cermenTa BIII w/unu cetuaToit wactu UC.

[Tpoxoxaenue BO30OYKHarOUIMX (TJyTaMaTepruyeckux) MyTed W3 KOPbI
TOJIOBHOTO MO3ra 4yepe3 MpsIMOil MyTh COMPOBOXKAAETCA BO30YKICHHEM Tajamyca
(Tak Kak MHTHOMpYeTCs TOopMo3siliee BIusHUE BHyTpeHHero cermeHta bBIII Ha
Tajamyc), 4Yto Oyaer cmnocoOctBoBaTh aktuBammu JIMK wu oOnerdenuto
OCYUIECTBJIEHUS IBUraTeabHOro akta. C Apyroi cTOpoHbl, KOHEUHBIM 3 dexTom
BO30Y)K/ICHHSI HEMPSIMOTO MyTH OyAEeT TOPMOXKEHUE Tajamyca, 4TO MPUBENET K
topmoxkeHuto MK u 3aTpynHEHHIO OCYLIECTBICHMS [BUIaTEIbHOTO aKTa
(HEmpsIMOE TOPMOKEHUE).
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PaccmoTpum mocienoBaTtenbHO INPSAMOW M HENpsMOW IyTu. Henponst
[0JIOCATOro0 Teia i OOOMX NyTe B OCHOBHOM SIBJISIFOTCS HHTUOUPYIOIIUMHU
IIUIIMKOBBIMU HEMPOHAMU, KOTOpbIE cosiepkaT HeripoMmenunaTop I'”AMK. B npsimom
MyTH IIAIUKOBBIC HEHPOHBI (SPINY NEUrons) MpoeHUpyrTCS BO BHYTPECHHHIA
cermeHT BII (u B ceruaryro UC), conepxkatr 'TAMK u nentuaHoe Beniectso P.
Dddepentarie Heliponsl BHyTpeHHero cermeHTa bIII m cerwaroir wactm UC,
HAIPABIIAIONIME CBOM BOJIOKHA B TalaMycC, TaKXKe€ SIBISIOTCS WHTHOUPYIOIIUMHU U
comepkat AMK. B HempsMoM TyTH ImojocaThie IIMITMKOBBIC HelpoHsl (Striatal
Spiny neurons) mpoeuupyroTcs Ha HapykHbIM cermMeHT bBIII w comepxar
uHruoupyomui Heiporpancmutrep 'AMK mtoc nentu sakedanus. HelpoHsl
HapykHoro cermeHra bIII, B cBoo ouepenp, MOCBUIAIOT TOPMO3HBIE
I'’AMKepruueckue mnpoekuuu B CTSA. Bo3Oyxnatomume Heviponst CTA,
COZepIKalllie TIyTamaT, 3aTeéM NPOCUMPYIOTCS Ha BHYTpeHHHMU cermeHT BII m
cetyatyro 4actb YC. Kak U B ciaydae mpsiMOro IMyTH, BBIXOJBI M3 3TUX SAEP B
TajamMyc SBISIIOTCS HMHrUOMpyromuMu #  onocpeaytorcs ['AMKepruueckoi
HEUPOTpaHCMHUCCHUEH. (CM. TPHJIOKeHUEe 1, pucyHOK 4)

[TpocToii crocod MOHATH UTOrOBbIE APPEKTHI ITUX MYTEH COCTOUT B TOM,
4T00BI 3aIOMHHUTH M3 MaTematuku, 4ro (-1)( -1) = +1, u To4HO Tak ke JBa
TOPMO3HBIX CHHAIICa B IPSIMOM IIyTH BBI3bIBAIOT YUCTOE BO30OYkaenue. 1o Toi xe

JIOTUKE, TPH TOPMO3HBIX CHHAICa B HEMNPSAMOM ITyTH BBI3BIBAIOT YHCTOC
TopMokeHne, mockoabky (-1)(-1) (-1) = -1 wm (-1)(-1) (+1) (-1) = -1.

I'unepkuHeTHYEeCKHE " THNOKUHETHYEeCKHE ABUTaTeJIbHbIE
paccTporcTBa

[Ipu BIl wnabmomaercs TtHOENs AO0PaAMUHTPOIYIUPYIOMIUX HEHPOHOB
komnakTHoM yactu YC. JlopamuH, mo-BUIMMOMY, OKa3bIBaeT BO30YyKmaroliee
JEHCTBYE HA MOJI0CAThIE IUIUKOBbIE HEHPOHBI IPSIMOTO MYTH, HO HHTUOUPYIOLIEe
JEHCTBUE HAa HEMpOHBI HempsiMoro nmytu (cBsi3biBanue ¢ D; m D, penentopamu
COOTBETCTBEHHO). CiienoBaTenbHO, J0GaMHUH OOBIYHO OKa3bIBAET YHCTOE
BO30yxaroniee aeicteue Ha Tanamyc. M HaoOopoT, moreps nodamuHa NpUBEAET
K YUCTOMY TOPMO’KEHHIO Tajamyca Kak Mo MpsMOMY, TaK U 10 HENPSIMOMY ITYTSIM,
YTO  MOXET OOBSICHUTh  HEJNOCTATOYHOCTh  JBWKEHUH  (TUIIOKHWHE3HUIO),
Habmogaemyro tipu  BII. [lpemapatsi, ycunuBaromue mg0)aMHHEPTHIECKYIO
repenady, MOryT yMeHbIIUTh cUMITOMBI bIT.

Kpome TOro, aHTMXOJIMHEPrUYECKHUe Mpenaparbl TAKKE MOTYT OKa3bIBATh
nonoxxutenbHbli dddekt. Ilomocaroe Teno coaepKUT OOJbIIME BCTaBOYHBIE,
Ha3bIBACMbIC AIUIHMKOBBIMK, HEWPOHBI (aSPiNy NEUrons), KOTOpble coaepxKat
HEWPOTPAHCMUTTEP aUETUIXOJIMH. HeKoTopble TaHHBIE CBUAETEIBCTBYIOT O TOM,
YTO 3T  XOJMHEPrHuecKHe  HEWpOHBI  00pa3ylOT  MPEUMYIIECTBEHHO
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BO30Yy>KIaroye AeMCTBUE Ha HEMPSIMOW MyTh. YCTpPaHEHHE XOIMHEPTHUYECKOTO
BO30YXKJIEHUS HEMPSMOIr0 MYTH MPUBOJUT K YMEHBIUICHUIO WHTUOMPOBAHUS
Tamamyca, 4TO MOXET OOBACHUTD OJIaronpUsITHOE NENCTBUE
AHTUXOJUHEPTUYECKUX TMpernapaToB Mpu mnapkuHcoHusme. CTouT o00paTuth
BHUMaHHUE, YTO 3Ta KOHIICTIUS HE YUYUTHIBaeT (POPMUPOBAHUE TPEMOPA, KOTOPHIN
o0brqHO Habmomaercs pu bII, 1 MO3TOMY OHa TTPOOIDKAET €IIIe JOTIOTHUTEIIBHO
U MCCIIEZIOBATHCSA/TIPOBEPATHCA.

[Tpu remubamin3me HaOIIOAAIOTCS OAHOCTOPOHHHE XAOTHUYHBIC JIBHXKEHUS
KOHEYHOCTEW, TMPOTUBOMOJIOKHBIE CTOPOHE MOpakeHUs B 0Oa3albHBIX sJpax.
[Topaxxenne npu remubamiuzme yacto 3arparuBaer CTS. Ilospexnenue CTS
MOXKET YMEHBIIUTh BO30ykJeHHe BHyTpeHHero cermenrta B, yto mpuBoauT K
PaCTOPMAXMBAHUIO TajlaMyCa, BBI3bIBAS TMIEPKUHETUYECKHE JIBUTATEIbHBIC
paccrponictBa. Ilpm BI' mosocarele mmnukoBble HEWpoHBI B XS M Cckopiayme
nereHepupyroT. CylecTBYIOT THCTOJIOTHYECKHE JOKa3aTeIbCTBA TOrO, 4YTO, IO
KpallHed Mepe Ha HayallbHOM JTale, coJepKalihe 53HKe(aqTuH [IUITUKOBBIE
HEHUPOHBI HENpPSIMOTO MYTU TMOpaxarTcs 0ojee cepbe3HO. IDTO MPUBOAMUT K
yCTpaHEHUI0 MHTUOMpOBaHMs ¢ HapyxkHoro cermeHrta B, 4yro mo3Bomiser emy
unruoupoBate CTA. Uurubmposanne CTS cozmaer cutyanuio, aHaJIOTHUYHYIO
nopaxxkenuto (pazpywmeHnto) CTS, m MoXkeT OOBICHATH THIEPKHUHETHYECKOE
JIBUTATEJIbHOE PACCTPOUCTBO MPOTUBOIOJIOKHONU CTOPOHBI, Habmoaemoe mpu bI'.
Ha Oonee nmo3gHux crtaausx 3a0oJjieBaHMs KakK MpsAMbIEe, TaK U HENpSMbIe MyTH
NETEHEPUPYIOT, M B PE3YJbTAT€ BO3HUKAET BBIPAKEHHOE THUIIOKMHETUYECKOE
ITAPKMHCOHUYECKOE COCTOSTHUE.

IMapajasenbHble MyTH 0a3aJbHBIX AA€EP AJIs IBUKEHU Tesia, IBUKEeHU
rJ1a3, KOTHUTUBHBIX (DYHKIUHA U IMOLMI

bazanbHble sapa cofep)kaT MHOXECTBO mMapajuienbHbIX myten (parallel
channels) (o maHHBIM pPa3IMYHBIX JTUTEPATYPHBIX HCTOYHHKOB UX €IIE HA3bIBAIOT
NeTIsIMHU) 00pabOoTKU MHGOPMAIIUU IJI peaiu3alu (OCYIIECTBICHUS) Pa3IMUHbIX
¢yukiuit. Ha ceromHsmHuil JIeHb BBIJCISIOT YEThIPE OCHOBHBIE TETIH, XOTS,
BEPOSATHO, CYHIECTBYIOT W Apyrue. Kaxmas merias mpoXoauT Yepe3 HECKOIbKO
Pa3TUYHBIX MyTeH M MpOEIUpyeTcs B pa3Hble 00JacTu JOOHBIX moseid. CoraacHo
JpyTroi Kiaccu@UKaIu MepBbie TPU METIN 00hEAMHEHBI BMECTE KaK JOpPCaIbHbIC
CTpUapHBIC MYTHU, B TO BpPeMs KaK JUMOMYECKas METIS BBIACISIETCS OTACNIBHO,
MOCKOJIbKY BKJIFOUAET BEHTpasibHbie cTpuapHbie nyTH. [lopakeHusi 0a3aibHBIX
s,Iep MOTYT BJIMSTH Ha BCE YETHIPE METIIHU, a HE TOJIBKO Ha JABUTATEIBHYIO CUCTEMY.

JlBurarenbHass mneTis siBAsieTcss Haubosiee wu3ydeHHOW. KopTukaibHbIe
addepeHThl HAmMpaBISIIOTCA TJaBHBIM 00pa3oM B cKopiymy, a 3(depeHTs
BO3HHKAIOT U3 BHyTpeHHero cermeHTa bIlI u ceTuaroit yactu yepHoit cyOcTaHuu,
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yroObl goctuub BIIA u BJIS Tamamyca. Ot Tanmamyca aBuratenbHas MNETIIA
OPOJOJDKAETCS M HANpaBisgeTcss B JOMNOJHUTEIBHYI0 MOTOPHYIO  30HY,
IPEMOTOPHYIO KOPY U MIEPBUUHYIO IBUTATEIBHYIO KOPY.

['mazonBuratenbHasi TMETIAS BIMSET Ha PEryJSIIUIO JIBWKCHHHM TJia3
0azanbHBIMU ~ sapaMd.  AddQepeHTHble BOJOKHa JTOTO MyTH MOCTYHAaloT
MpeuMyImecTBeHHO u3 Tenma XS, Dddepertrpie  BOJIOKHA — AOCTUTAIOT
GpoHTANBHBIX  Ta3oaBuraTeNbHbIX mojei  (the frontal eye fields) wm
JOMOJIHUTEIIBHBIX TJIa30JBHraTeabHbIX moiiei (supplementary eye fields of the
frontal lobes), — o6macreii, HanOoee BasKHBIX IJIs1 BBICOKOTO (TOYHOT0) KOHTPOJIS
JIBMOKCHUM TJ1a3.

[IpedponTanbubiii kaHan (WM KOTHUTHBHAs METJISA), BEPOSATHO, WIPAET
BOKHYIO pOJIb B KOTHHTHBHBIX IPOIECCaX, CBSA3AHHBIX C JIOOHBIMH JIOJISIMHU.
AddepeHTHbIC BOJIOKHA MOCTYIAIOT B OCHOBHOM M3 TOJOBKH XS, a adpepeHTHBIC
JAOCTUTAIOT MPeGPOHTAIBHON KOPHI TOIOBHOTO MO3Ta.

Hakonen, nmuMOudeckass TMETIs SBISICTCS BaKHBIM BEHTPAIBHBIM ITyTEM
yepe3 0Oa3aibHbIC Spa, YYaCTBYIOIIUM B JIMMOUYECKOW PEryJsiliud SMOIUN U
MOTHUBALIMOHHBIX MOOY)JIeHUl. AddepeHTHbIE CUTHAIIBI TOCTYMAIOT U3 OCHOBHBIX
obOnacTeit TMMOUYECKON CHUCTEMBI, TAKUX KakK JIMMOWYEcKas Kopa, TUIIOKaMI U
mubganuHa (nucleus amygdala, muHmaneBUMaHOE SAAPO), W MPOCHUPYIOTCS Ha
npuiexaniee SApo U Apyrue o0JacTH BEHTPAIbHOTO cTpuaryMma. D depeHTHbie
BOJIOKHA MPOXOJAT 4epe3 BHyTpeHHuM cermeHT BII u mocturaror M/ n BITA
tamamyca. MJI urpaer BaxxkHyro poJyib B auMOuueckoil cucreme. IIpoekuuu ot
ITUX TAJAMHUYECKHUX SACP MOCTUTAIOT JTUMOHMYECKOM KOpBI TEpEeIHEH IOsSCHOU
W3BWIMHBI U CpefHeil JoOHOW m3BWIMHBIL. CYUTAeTCs, YTO JUMOWYECKas MeTIis,
mpoxosimnas uepe3 OaszalibHbIE sapa, WrpaeT IEHTPATbHYIO POJIb BO MHOTHX
HEUPONOBEACHUECKUX U IICUXUATPUUECKUX PACCTPOUCTBAX.

JIpyruM  KOMIOHEHTOM JTOTO IyTH SBISIETCS M0 aMHUHIPTHYECKAs
IMpoeKIMs W3 TOKphImKK Mo3ra (ventral tegmental area), koropas JEKUT 4yThb
MeauainpbHee u gopcainbHee UC cpenHero Mosra, y OCHOBAHMSI MEKHOKKOBOMU
aMKd. BeHTpanpHas TermeHTanbHash o00JacTh (00JIaCTh TOKPBIIMIKK MO3Ta)
obecrieunBaet aodamuHIprudeckue apdepentsr (iNPuts) B mpuiexariee sAapo, a
TaK)Xe B Jpyrue JMMOUYEcKue CTPYKTYphl U JOOHBIE Hoiu. JlopamuHepriuueckue
MPOCKIIUU TIOKPBIIIIKA MO3ra MOTYT OBITh 3aTPOHYTHl B TATOPU3UOIOTUU
MU30(PEHUN W JPYTUX TICUXOTHYECKUX PACCTPONCTB, W OHHU, IMO-BUIUMOMY,
UTPAIOT BAXHYIO POJIb B HAPKOMAaHUHU.
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YeueBuneoOpasHas netris (JIMH30BUIHAS NMETJIsA), YedeBULE00 pa3HbIil
NMYy4Y0K (JIMH30BUIHBIN My4Y0K) U moJis Dopesist

Buyrpennnit cermeHt bIII mocekutaeT curHanel B Talamyc MO JBYM
paznuuyHbiM myTaM. OAHUM U3 TyTel siBisieTcs ansa lenticularis (4to o3Hauvaer
“IMH30BUAHAS NEeTIs WIH ‘‘dedeBULeoOpa3Has NeTis’), Ha3BaHHBIA B 4YECTb
IIETIIEBOTO XO0J1a, KOTOPBIM MPOXOJWT BEHTPAJIBHO II0J BHYTPEHHEM KalcCyJlou,
IpekJe YeM MPOUTH JAOpCalbHO, YTOOBI JOCTUYHL Tajlamyca. YeueBuiieoOpasHas
(TMH30BHIHAS) TETIsI HA CaMoOM Jielieé MPOXOAHUT CJerka B POCTPAIEHOM
HaIpaBJICHUH, MMOCKOJIbKY OHAa OrMOaeT HIKHUNA MeIUaIbHBIM Kpail BHYTpEHHEU
Karcysibl, a 3aTeM MOoBOpayuBaeT oOpaTHO K Tanamycy. Hamomuum, uto BII
pacrnoJioKeH JaTrepajbHO K BHYTPEHHEW Karicylie, B TO BpeMs Kak TalaMmyc
PacnoJIoKeH MEIUAIIBHO IO OTHOILIEHHUIO K 3aJHEMY KOJICHY BHYTPEHHEH KarcCyJibl.

Jlpyroii myTh - 3TO YEYEBHUIICOOpa3HBIA MYYOK (JMH30BUIHBIN ITYYOK).
BmecTo TOro, 4uroObl MATH METISAIOIMIAM KypCOM, BOJOKHA Ye€4eBULEOOpPA3HOIO
(TMH30BUIHOTO) MyYKa MPOHUKAIOT MPSAMO Yepe3 BHYTPEHHIOW Karcyiy. 3ateM
oHHu Tpoxo AT nopcanbHo K CTS u BeHTpanbHO K ZONe incerta (HeompeseneHHas
30HA), MpEeXJEe YeM MOBEPHYTh BBEpX M BOOK, YTOOBI BOWTH B TajamycC. 30Ha
incerta sIBI€TCA HUKHUM PaCHIMPEHUEM PETUKYJISIPHOTO sijipa TajJamyca, KOTOpoe
HE CIENyeT IyTaTh C PETUKYJISApHOW (opmanuell CTBOJIa TOJOBHOIO MO3ra.
Bonokna deueBuiieoOpa3sHol (JIMH30BUAHOM) TETIIM M YCYCBHUIICOOPA3HOrO
(TMH30BUIHOTO) Iy4YKa COCAMHSIOTCS BMECTE, 00pa3ys TaJaMHYECKHH ITy4OK,
KOTOPBIM BXOAUT B TaJlaMyC. TaJlaMHUYECKHH Iy4OK TAKK€ COACPKUT BOJIOKHA,
BOCXO/IAIIME K TaJaMyCy, OT ITYOOKHUX siZiep MO3KEUKa.

Hpyras HOMeHKJIaTypa [JIsi JOTUX oOjacTedl Oblla  TpemaiokeHa
HIBEHIIAPCKMM HeBpojoroM u mncuxuarpoMm Orioctom X. ®openem (Auguste H.
Forel). Ero tepmuuomorusi omwmchiBaeT moist Xayoendensaepa (Haubenfelder)
(“hauben (xayOeH)” - HEMCHKUH TEPMHH, O3HAYAIOIIMK “KAIIOIIOH” WA
“konmak’) cyOTaraMHUeCKOro TerMeHTyMa, cokpaimieHHo H-mons ®opens. Ilone
H; ®opens mnpencrariaser coboi Tamamuyeckuid mydok, a nose H, dDopens
NPEJCTaBIsCT CO0O0W YedeBHIICOOpa3HbIi (JTMH30BUIHBIN) MYYOK, KOTOPBIH JICKHUT
nopcansHo 1o otHomeHuto k CTS. IlpepyOpansHoe mone, wiu H-mosne
dopensg, - 310 o00JacTh, TAE COCAUHSAIOTCA BMECTe uYedeBHIICOOpa3Has
(MMH30BUAHAS) TETIS U YeUEBUIICOOpa3HbIA (JINH30BUIHBIN) MyYOK.

Kpome  nuH30BUgHON  (ueueBHIlCOOpa3HOM) METJIM, JMH30BUIHOTO
(dedeBuIle0Opa3HOr0)  Myyka W TaJaMMYECKOTO  MydyKa  CYIIECTBYET
cyOTanamuyeckuid my4yok. CyOTajraMUYecKMid My4OK HECET BOJIOKHA HENpPsIMOTro

nyti oT HapyxxHoro cermeHTa BII x CTA u or CTS kK BHyTpeHHEMY CEIMEHTY
BIII.
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Bonpoce! Aj1s1 cCaMOKOHTPOJIA:

N Ok owdRE

anep.

© o

10.
11.

Kakue siapa oTHOCATCS K 0a3aibHBIM?

Yro npencTaBisAioT codoi 6a3anpHbIe sapa?

Pacnonoxenue siiep OTHOCUTEIBHO APYT ApyTa.

KpoBocHabxeHne 6a3anbHbIX A1ep.

Yro Takoe 1oyiocatoe TeJIO U YeueBUIieoopazHoe apo?

HazoBuTe 0cHOBHBIE apajuIeabHbIC TyTH Oa3adbHBIX SIEP.

HazoBute ocHoBHBIE adhepeHTHBIE U 3P PepeHTHbIE CBA3H 0a3aTbHBIX

Ha3oBuTe 0CHOBHBIE BHYTPEHHUE MTyTH 0a3aJIbHBIX STEP.

HazoBuTte X041 1 PyHKIIUU TPSIMOTO ITYTH.

HazoBute x0a 1 pyHKIIMM HEOPSAMOTO ITyTH.

Ha3oBuTe myTH MOCHUIAIOIIME CUTHAJIBI B TaJIaMyC OT BHYTPEHHETO

cermenTa bIII.

12.
13.
14.
15.

HazoBute QpyHKIIMM OCHOBHBIX METENb 0a3aJIbHBIX SIJIEP.
HazoBute x0a 1 pyHKIIMM YeueBUIIEOOPA3HOM METIN U MMyYKa.
UYro takoe nosst Gopens?

UYro Takoe cyOTamaMUYeCKUid My4oK?
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I'TABA Ne3
JIBUT'ATEJIbHBIE PACCTPOMCTBA

JlBuratenbHble (CBS3aHHBIE C TMEPEABMKEHUE U TOJJEP)KaHHUE T03bl),
MOTOPHBIE PACCTPOMCTBA MOTYT OBITh BbI3BaHbI AUCHYHKIHEH B JIIOOOM OTAEIe
CIIOKHOM HMepapxuveckoi HeipoHambHoit cetu (complex hierarchical motor
network), koTopas BKJIFOYaeT B ce0s BEpXHHE M HUKHHE JIBUTATCIHHBIC HCUPOHBI,
MO3K€YOK, Oa3zajbHbIE A]Ipa, MOTOPHYIO ACCOLMATUBHYIO KOPY U JaXKE CEHCOPHbIE
cucteMsl. Korna uaer peys 0 IBUraTenbHbIX paccTporcTBax npu bll, To umerorcs
BBUJY MOTOPHBIE HAapYLICHHUs, pa3BUBAIOLIMECS B pE3yJbTaTE IMAaTOJIOTHUU
0a3aibHBIX siAep. JlBUrarelbHble paccTpOMCTBA MPU MOpaKEHUU Oa3anbHBIX SIED,
KaKk TpaBWJIO, BBIMVISAAT MHA4Ye, 4YEM NpU TMOPAaXKEHUH APYTUX 4YacTeu
JIBUraTelIbHOW cUCTEMBI. CyIIECTBYET HECKOJIBKO XOPOIIO W3BECTHBIX CHHAPOMOB,
BBI3BAHHBIX HApYIICHUSIMU OazaibHBIX sijiep. [lopaxkeHus ke B Ipyrux cucremax,
Y4acCTBYIOIIMX B 00ECIICUCHUH JIBUKEHUM, UMEIOT CBOU XapaKTEPHBIC MPOSBICHUS
W HOCAT Jpyrue Ha3zBaHus. Hampumep, MeIJICHHBIE, HEYKIIOXKHUE, CKOBAHHBIC
JIBWDOKEHUS | runeppedaekcusi, BO3HUKAIOUIME B pE3yJbTaTe MOPaKEHUS
KOPTHUKOCIHHAIBHBIX TpakToB (tractus corticospinalis), BepxHHMX JBHTraTEeIbHBIX
HepoHOB (UPPer Motor Neurons), Ha3pIBaOTCS CIACTUYHOCTHIO. HeperynspHbie,
HECKOOPJIMHUPOBAHHBIE JIBUKEHUS, BBI3BAHHBIC MMOBPEKICHUSIMU MO3KEUKA,
Ha3bpIBalOTCs arakcue. C JApyrod CTOPOHBI, JBHUIAaTEIbHBIE PAaCCTPONCTBA,
BbI3BaHHbIC AUCHYHKIIMEN Oa3adbHBIX siIep, MOTYT Ha3bIBaThCS AUCKUHE3UEH, YTO
O3HAYaeT MPOCTO “AaHOMAaJIbHOE JBUKEHUE .

[Ipu oOcnenoBaHWKM TANUMEHTOB C JBUTATEIbHBIMU PACCTPONCTBAMU,
KOTOpPbIE BO3MOKHO CBSI3aHBI C TIOpa)XCHUEM Oa3ajbHBIX sjep, BAXHO CHayaya
HCKJIIOYUTh TMATOJOTHID JPYTUX CHUCTEM, KOTOpPBIE TaKXe MOTYT BbI3bIBATh
aHOMAJIbHbIE JIBUKEHUSI B KOHEYHOCTSX, HAMpUMEp, NPU3HAKU MOPAKEHUS
BEPXHUX WM HWXKHUX  JIBUTATCJIbHBIX  HEUPOHOB, TMOTEPIO/HApYIIECHUE
MOBEPXHOCTHOW W/UiU TI1yOOKON 4yBCTBUTEJILHOCTH WM aTakcuio. Kpome Toro,
«JIBUTATEJIbHbIE  pAacCTPOMCTBA»  HMHOTA  MOTYT  OBITh  MPOSIBIEHUEM
MICUXOJIOTUYECKUX HAPYLIECHUM, TAKUX KAK KOHBEPCUOHHOE PACCTPOKCTBO.

CymiecTByeT TakKe MCTOPUYECKAsi OCHOBA JJII COCPEIOTOYECHUS BHUMAHUS
Ha Oa3albHBIX SApax MPU OOCYKJIEHWU JBUTATEIBHBIX paccTpoicTB. B Hauame
JBA/ILIATOTO BEKA CYUTAJIOCh, YTO JBE HE3aBUCHUMbBIC “TIUpaMHUAHBIE” U
“sKCTpanupamMuHble” JBUTaTEIbHBIE CHCTEMbI CXOIATCS HAa MOTOHEUpPOHAX
nepeaHux poroB. HawanabHble NpeaCTaBICHUS O MUPAMUAHOM CHCTeME ObLIU
MOX0KM HAa COBPEMEHHBIC 3HAHUSI O KOPTHKOCHIMHAIBbHOM Tpakte. [Ipu sTOM
OIIMOOYHO CYMTAIOCh, YTO SKCTpalMpamMuiHash CUCTEMa IMPEACTABISIET COOOi
HE3aBUCUMBIM  MyThb  OT  I[OJIOCATOr0  Tela,  CIyCKAIUIMWCS  4epes
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MOJINCUHANTHYECKUE COEANMHEHUS K CIMHHOMY Mo3ry. Kak o0cyxnanoch BO
BTOpPOH TJiaBe, 0a3alibHbIE SApa Ha CaMOM i€ SBJISIIOTCS YacThlO CETH CIOMKHBIX
neTesb, KOTOPbIE OKA3bIBAIOT OCHOBHOE BJIMSHUE HA HUCXOJAIILYIO JBUTATEIbHYIO
CUCTEMY Yepe3 MPOEKIMU Ha MOTOPHYIO M IPEMOTOPHYIO KOpy. TeM He MeHee,
JABUTATEIbHBIE PACCTPOIICTBA, BO3HUKAIOIIUME B pe3yibTare AUCHYHKUIUU
0azalbHBIX  sAEp, BCE CIIE YacTO  Ha3blBAIOT  AKCTpANMpPaMUIHBIMU
paccTpOCTBAMM.

Psn paccTpoiiCTB BO3HMKAIOT B COCTOSIHUM MOKOS, a APYTHM€ yCUIMBAIOTCS
WIM BO3HHMKAIOT TOJILKO BO BpeMsl JBUKeHUs. HapyiieHus: IBH>KeHUI MOTYT ObITh
JIOKaJIN30BaHHBIMU (MECTHBIMH) WJIM T€HEPATIM30BAHHBIMU, OJITHOCTOPOHHUMU WU
IBYCTOPOHHUMU. [Ipy OJTHOCTOPOHHUX ABUTATEIBHBIX PACCTPOMCTBAX, BBI3BAHHBIX
OYaroBbIMU  TOPAKEHUSIMU  Oa3albHBIX  fAl€p, TaKUMH Kak  HUHQAPKT,
KpOBOM3NUsHUE, abclecc, OmyXxoib WM  JereHepauus, JABUTAaTEIIbHOE
pacCTpPOMCTBO  MPOSIBJISICTCS  KIMHUKOW HA  CTOPOHE  MPOTUBOIIOJOKHOMU
MOPAKEHUIO 0a3abHbBIX SAEP.

Bo Bpemsi cHa OOJBIIMHCTBO aHOMAJIbHBIX JBMIXKEHUN MPEKpaIaloTCs, 3a
HEKOTOPHIMU MCKIIOYEHUSIMU, TAKUMHU KaK HEOHBI MHUOKJIOHYC (HEOHBIH TpeMop),
MEPUOJIMYECKUE JBUKEHUS HOT BO BpEMsl CHa (CHHIPOM OECHOKOMHBIX HOT) U
HEKOTOpBIE TUKHU. TeM HE MEHee, HEKOTOPBIE U3 IBUTATENbHBIX PACCTPOMCTB YacTO
COXPAHSIOTCS BO CHE, BBI3bIBAsl 3aMETHOE HAPYLIEHWE HOPMAJBHBIX CTaJAUM CHA U
OECCOHHHMIy y HEKOTOpbIX TMalMEeHTOB. Takke 4YacTo NpHU JIBUTaTeIbHBIX
paccTpoMCTBAaX HapylIaeTcs Moxonka. st MHOTMX JBHUIaTeNIbHBIX PacCTPOMCTB
TOYHAS JIOKAJU3alusl MOPaKeHUsI 0a3alIbHBIX sIIep BCE €II€ HAXOJUTCA Ha CTaluu
HCCIICIOBAHMS.

I'mnoxkuHeTH4eckue paccrpoiictBa (OpaaMKuHe3Wsl, THNOKWUHE3USI U
aKMHe3Ns )

bpagukune3us o3HavyaeT  ‘‘3aMEUICHHBIC  JBWXKEHUS ;  THIOKHUHE3US
“YMEHBIICHHOE KOJIWYECTBO NIBMKCHHUIN ; W AKUHE3Us “‘OTCYTCTBUE IBHUKCHU .
OTH TEPMHHBI HE UCTIOJB3YIOTCA JIJI OMUCAHUS MOPAXKEHUN KOPTHUKOCITUHAIBHBIX
1 KOPTUKOOYITHOAPHBIX TPAKTOB, MOTOHEHMPOHOB TIEPETHUX POTOB CIIMHHOTO MO3Ta
WM MBIIIEYHBIX PACCTPOUCTB. bpamukuHesnst MOXKET ObITh BbI3BaHA YCUJICHUEM
TOPMO3SIIETO BIUSHUS 0a3ajdbHBIX saAep Ha Tajmamyc. CauTaercs, 9YTo MOPaKCHUS
B HECKOJIBKUX 00JIaCcTSIX 0a3alIbHBIX SIJIEP MOTYT KOCBEHHO BBI3bIBATh YBEIUUYCHUE
TOPMO3HOTO BIUAHUS BHyTpeHHero cermeHTa bIII u ceruaroit wactu UC Ha
tamamyc. [lpumepbl Takke BKJIOYAOT B ce0s: BbIMaJeHUE (PYHKIUU
nopaMUHEPTUUECKOW HUTPOCTPUAPHONW CHUCTEMBI, CHIDKCHHIO TOPMO3HOTO
BIMsiHUA OT mnonocaroro tena kK UC m BHyTpeHHeMy cermeHTy B, a Takxke

IIOTCPIXO TOPMO3HOI'O BJIMAHHA HCﬁpOHOB, BBIXO/AIIUX W3 HAPYKHOTO CCTMCHTA
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bBII B CTS. BbpagukuHe3uss W TUIOKUHE3USI, BO3HUKAIONIUE B PE3yJbTaTe
muchyHKIMKA 0a3anbHBIX SIEp, SABISIOTCS BaKHbIMU yepTamu BIl v cBA3aHHBIX ¢
Hel paccTpoicTB (cuHApoMa mapkuHcoHu3Mma). Kpome toro, rumokuHesuio 6e3
KOMBl MOXHO HaOmogaTh Mpu JU(PQy3HBIX TOPAKEHUSAX JIOOHBIX JIOJICH,
MOJIKOPKOBOTO OEJIOT0 BEIIECTBA, TajlaMyca WM PETUKYISIPHOM ¢opMaliuu CTBOJIA
TOJIOBHOTO MO3ra. OJTHUM pPacCTpPOHMCTBaM OBLIO JaHO MHOXKECTBO Ha3BaHUH,
BKJTIOYas aOynWi0 M aKWHETHYECKUd MyTH3M. Jlempeccuss U mporpeccupyronas
mu30(PEHUST TaK)KE MOTYT BBI3BIBATH BBHIPAKCHHYIO TICUXOMOTOPHYIO 3a/IEPXKKY,
KOTOpas B CBOEM MAaKCUMaJIbLHOM MPOSIBIIEHUN HA3bIBAETCSI KATATOHUEH.

Purnanoctn

[loBbIllIEHHOE  COMPOTHUBJIICHUE TACCUBHOMY JIBUKEHUIO KOHEYHOCTH
Ha3bIBAETCS PUTHUIHOCTHIO. PUTHIHOCTh YacTO MPUCYTCTBYET MPU PacCTPOMCTBAX,
BBI3BIBAIOIIUX  OpajiMKUHE3UI0 Wi JUCTOHMIO. CylecTByeT  HECKOJIBKO
Pa3JIMUHBIX TUIOB PUTHAHOCTH, HAOIIOMAEMBIX MPU Pa3IUYHBIX 3a00JICBAHUSX.
Tak mnpu CHACTUYHOCTH, BO3HHMKAIOUIEH B pE3yJbTaTe MOPAXKEHUS BEPXHUX
MOTOHEHPOHOB, PUTHAHOCTh 3aBUCUT OT CKOPOCTH MEPEMEIICHUS KOHEYHOCTH.
ToHyc, MPENnsATCTBYIOMIMI PACTAKEHUIO, NIEPBOHAYATILHO MOBBIIMIAETCA IO MEpe
PACTSKEHUST MBI KOHEYHOCTH, HO 3aT€M OH MOKET YMEHBIIIATHCS, YTO MPUBOJIUT
K TOSBIEHUIO (EHOMEHA PUTHAHOCTH MO THUIY «CKJIAAHOTO HOXa» MpH
KOPTUKOCTUHAIBHBIX  paccTpoiicTBax. HampoTuB, pUTrHIHOCTb, BBbI3BaHHAs
nopakeHueM Oa3alIbHBIX SAEP, UMEET TeHJICHIIUIO OBITh 00Jiee MPOAOIKUTEILHON
IIPU TOMBITKAX COTHYTh KOHEYHOCTh, W IOATOMY €€ Ha3bIBAIOT IUIACTHYECKOM,
BOCKOBOM WJIM CBUHIIOBOM PUTHAHOCTHIO. OCOOBIN BU IJIACTUYSCKOM PUTHIHOCTH
HaOMroaeTCsl MpU TMAPKUHCOHU3ME; 3TO HA3bIBACTCS PHUTUIHOCTBIO IO THITY
«3y0uaToro kKojeca» mu3-3a “repedoeB” B TOHyCE, KOTOPbIE MOKHO IMOYYBCTBOBATh
npu CcrubaHuM KOHEYHOCTH. PUTrHIHOCTH MO THUMy ‘3y04yaToro kojeca” 4YacTo
paccMaTpUBaeTCsd KaK PUTHAHOCTh C HaJOKEHHBIM TpeMopoM. llanueHTsr ¢
nucyHKIMer JTOOHOM 10U 4acTO aKTUBHO COIMPOTHUBIISIOTCS JIBHXKEHUIO CBOMX
KOHEYHOCTEW. DTO COCTOSHHME Ha3bIBACTCS NApaTOHUEH WJIM TIereHXajlbTeH
(gegenhalten), u ero wHOT 1@ MOYKHO OTJIHUYUTH OT APYTMX MPUYHMH BO3HUKHOBEHUS
PUTHIHOCTH, IIOTOMY YTO OHO 00JajaeT 0oJjiee aKTUBHBIM, HEMOCIIEOBATEIIHHBIM,
MIPOU3BOJIHHBIM U TTOYTH TOOPOBOJILHBIM Kau€CTBOM.

I'mnepkuHeTH4YeCKHE paccTpoiicTBa

JAucronust

[Ipy IHCTOHWMK MALMEHT MPUHUMAET HEHOPMAJbHBIC, YAaCTO WCKaKCHHBIE
MOJIOKEHUS KOHEYHOCTEH, TYJIOBHINA WX JIUIA, KOTOphle O0jiee YCTOWYHMBBI TIO

cBOEH MIpoaAOJIZKUTCIIbBHOCTH, CMCHA IIOJIOKCHUA Oouee MCAJICHHA, 4YCM IIPH
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atero3e. JluctoHuss MoxkeT ObITh TI'€HEPAIM30BAaHHOW, OJHOCTOPOHHEH,
cerMeHTapHOM unu (okanbHOH. DoKanbHbIE TUCTOHUHM BKIIIOYAIOT KPHUBOIIECIO,
KOTOpasi 3aTparuBaeT MBIIIIBI IIed; Onedapocna3M, KOTOPBIM 3aTparuBaeT
JULEBbIE MBI BOKPYT IJ1a3; JApUHIOCIAa3M, KOTOpAas 3aTpParuBacT MBIIIIBI
roprany; M nucumii cnasm. [Ipeamonaraercs, 4To 3TU PacCTPOUWCTBA BBI3BAHBI
IUCQYHKIMEH Oa3anbHBIX sIEpP, XOTA OOBIYHO OYaroBOrO MOPAXEHHUS He
0OHapyXUBaETCHI.

[lepBuuHas uaMoONAaTHYECKass TOPCUOHHAS NHWCTOHMS, PAHEE HAa3bIBABILIASACS
MBIIIEYHO-1e(POPMUPYIOIIECH TUCTOHUEH, SBISETCA PEIKUM HACIEICTBEHHBIM
3a001€BaHUEM, BBI3BIBAIOIIUM TE€HEPAIM30BAHHYIO JUCTOHUIO. J[MCTOHUS Takxke
MOKET HaOJt0/IaTbes MpU APYTUX 3a00J7eBaHUSAX, KOTOPbIE, KaK W3BECTHO, MOTYT
nopaxkatb OazaibHbIE SAPA, TAKUX KaK OMYXOJb, a0CHECC, MH(APKT, OTPaBICHUE
yrapasiM razoM, OoJiesHb Bunbcona-Konosanoa, BI' u BII. Dnuzozns
JUCTOHUYECKOW II03bl TAaKK€ BO3HHMKAIOT BO BpEMsl OIPEACICHHBIX BHIOB
(OKaNbHBIX MPUIATKOB H3-32 PACIPOCTPAHEHUS CYAOPOKHOW AaKTUBHOCTH Ha
Oa3asibHBIC sJIpa.

Jluctonuun win G6osee ObICTpble TUCKUHE3UH, TAaKUE KaK aTeTo3 WM XOped,
MOTYT HaOIIONalTCd KaKk OCTpO, Tak M IOCi€ JJIMTENbHOIO IpuemMa
no(paMUHEPIUYECKUX AaHTAarOHUWCTOB, BKJIIOYas MHOTHE HEHWPOJIENTUYECKUE U
IIPOTUBOPBOTHBIE TIpernaparbl. JIUTENbHOE WX TNPUMEHEHUE MOXKET BBI3BATH
OTCPOYEHHYIO WJIM 3al03JAIYI0 JAUCKUHE3HMIO, KOTOpas 4YacTO MpOSBIAETCS
XOPEUYECKMMH JUCKUHE3USAMHU MOJIOCTU pTa U sA3bIka. [[puMepHO B OAHOW TpeTH
Clly4aeB MO3JHSAS AMCKUHE3Us] OCTAaeTCsA JOCTATOYHO BBIPAKEHHOM, HECMOTpPS Ha
OTMEHY ImpenaparoB. JIpyrue JAMCKMHE3MHM, OCTPO  BBI3BAHHBIE 3THUMH
npenapaTamy, BKJIIOYas JUCTOHUIO M MapKUHCOHU3M, OOBIMHO OOpaTHMBbl, XOTS
MHOTAA NIl BBI3ZAOPOBIEHUS TpeOyeTcs N0 HECKOJIbKUX MecsueB. [lapkuHcoHN3M
JOBOJIBHO YaCTO BCTPEYAECTCS MPH MPUEME HEUPOJENTUKOB U IMPOTHBOPBOTHBIX
no(paMUHEPTUYECKUX AHTAarOHUCTOB, U TO3TOMY C MNPOPUIAKTUYECKON IENbIO
4acTO  HCNOJB3YIOTCA  AHTHUXOJMHEPTHYECKHME  Ipenaparsl  BMECTE €
HEHpOoJIeNTHKaMH, OCOOCHHO Yy MOJIOJIBIX MALUEHTOB.

BaxxupiM 3a00jeBaHHEM, KOTOpPOE€ HEOOXOIMMO pAClo3HAaTh Ha paHHEH
CTauu, SIBJISIETCS 00Je3Hb Bunbscona (Bunbcona-KonoBanoga,
reMaToJICHTUKYJSIpHAsl  JIeTeHepalus), ayTOCOMHO-pElleCCUBHOE 3aboseBaHHUe,
CBSI3aHHOE C HaApYILICHHEM BBIICIICHUS MEAU C IKET4Ybl0, KOTOPOE BBI3BIBAET
MPOTPECCUPYIOLIYIO JEreHEepaldi0 MeYeHH U Oa3alibHbIX siaep. TUNUYHbIE
HEBPOJIOTUYECKUE TPOSBICHUS BKJIIOYAOT ITOCTEIIEHHOE PA3BUTHE IU3APTPUH,
JUCTOHHMH, PUTHAHOCTH, TPEMOpPA, XOPEOATETO3a M BBIPAKEHHBIX IMCHUXUYECKHX
paccTporCTB. Y HEKOTOPBIX TMAIMEHTOB HAOIIOJAETCS XapaKTEPHBIA TPEMOp

“Optomuxcs  KpbutbeB" (“wing Dbeating”), mpu KOTOpPOM pPYKH OTBEICHBI C
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COTHYTHIMH JIOKTSIMHA, ¥ JUCTOHHS JIMIIA, BBI3BIBAIONIAS KPUBYIO VIBIOKY,
Ha3bIBacMyl0 capaoHuueckoi (risus sardonicus). IleyeHouynass HEZOCTATOYHOCTH
MOKET OBITh XapaKTePHBIM MPHU3HAKOM, OCOOCHHO y JeTel B Bo3pacte j1o 10 jerT.
IToutn Bce MalUMEeHThl C HEBPOJOTMYECKUMH MPOSIBICHUSIMU MMEIOT HApYKHbBIC
KOPUYHEBATHIE OTJIOKEHUS MEAW HA POTOBHUIIE, HAa3bIBaeMble KoJsibllamu Kaizepa—
®dneitiiepa, KOTOPbIE BUIHBI MPU OPTATBMOJIOTUUECKOM HCCIICIOBAHUU IETIECBOM
JIAMIIOW, TIOBBIIICHHBIE YPOBHU MEAW B MOYE B T€UEHUE 24 YaCOB U MOHUKECHHE
KOHICHTPAIMU LEPYJOIUIA3MUHA B CBIBOPOTKE KpoBU. MHOra, B COMHHUTENBHBIX
Cly4yasx JJIsi TOCTAaHOBKU JIMAarHO3a MOXKET IOTpeOoBaThCs OWOICHUS TIECYCHHU.
JleueHne npenapatamu, XeJIaTUPYIOIIUMHU MeJlb, TAKUMHU KaK TMEHUIWIJIAMUH, WIHA
IAHK JIJI1 YMEHBIICHUS MOTJIOMICHUS MEIU, MOKET OCTAHOBUTH MPOIPECCUPOBAHUE
3TOr0 PacCTPOMCTBA, MOITOMY PaHHSA JUATHOCTHKA UMEET PEIIAIOIICE 3HAYCHUE
U1l 6oJiee OJArompusiTHOTO MCXojAa. bpaThs M cecTpbl TaKuX MAlUEHTOB TaKKe
JIOJDKHBIL OBITh TMPOBEPEHbl HAa HAJU4YME OECCUMITOMHOTO TEYEeHHUs OO0JIE3HU
Bunscona-Konosasosa.

Arerto3

[IpenMyiecTBEHHO aTeTo3 XapaKkTepU3yeTcs V3BUBAIOLIMMUCH,
CKPYYHMBAIOIIMMH JBWKCHUAMHU JUCTAIBHBIX OTAECIOB KOHEYHOCTEW, KOTOPBIE
MHOT/Ia COUETAIOTCA ¢ 0ojiee OBICTPHIMU XOPEHMYECKUMH JBMXKEHUSIMU, YTO J1a€T
HA4aJI0 TEPMUHY XOpeoaTeTo3. BakHble MPUYMHBI MOABJICHUS aT€TO3a BKIIOYAIOT
B ce0s: MepUHATAIbHYI0 THIIOKCHUIO C MOpaKeHHEeM Oa3ajbHbIX SAEp, AJIEPHYIO
KENTYyXy  HOBOPOXIEHHBIX, OosiesHb  Buibcona-KonoBanmoBa, — artakcus-
teneanrmdIkTazuo (curapom Jlyu-bap), BI' u, cpeam mnpodero, npuMeHEHUe
HEUPOJIENITUKOB WJIK TPOTUBOPBOTHBIX IpernaparoB. Kpome toro, manuents! ¢ bll,
KOTOpBIE MIOJTYYArOT JICYCHUE JIEBOJIOTION, MOTYT VCIIBITHIBATH
VHBAIMIU3UPYIOIINE TUNECPKUHETUYECKUE AUCKUHE3WH, HAuWHas OT aTero3a U
3aKaH4YMBas 0aNIu3MOM, Yepe3 ONpeeIeHHOE BpeMs MOCe MprueMa JIEKapCTB.

Xopest

CnoBo xopesst OyKBaJIbHO O3Ha4yaeT ‘“‘TaHer]’ ¥ TMPUMEHSIETCS K
JBUTATEIbHBIM PACCTPOMCTBAM, XAPAKTEPUIYIOIIMMCS TOYTH HENPEPBIBHBIMU
HEMPOU3BOJIbHBIMU JIBHXCHUSMHU, KOTOPHIE WMEIOT IUJIABHBIC WJIM OTPBIBUCTHIC
(IpepbIBUCTHIE), TOCTOSHHO  MEHSIOIIeeCs d4epThl. B jerkux  ciydasx
HU3KOAMIUIUTYJTHYIO XOPEI MOXHO OIMMOOYHO TMPHUHATH 3a €p3aHue WU
OeCrOKOMHbIC JBMKEHUS KOHEUHOCTEW. B TMOMNBITKE CKpHITh BO3HHUKHOBEHHUE
XOPEUYECKUX JBM)KECHHUHM, IMAIMEHThl 4YacTO WX BKIKOYAIOT B MPOU3BOJIBHBIC
JBUTATEIbHbIC AKThl. B TKENBIX CilydasX ABMKEHHUS C BBICOKOM aMIUIMTYIOU

HAallOMUHAIOT  HEUCTOBBIA  “‘OpedK-maHc”, KOTOPBIM JUIUTCS  TOCTOSIHHO,
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MPEPHIBAIOIINI  MPOU3BOJIBHBIE JIBMOKEHUST W YCHIMBAIOIIMIICS BO BpeMs
OTBJICUCHUS BHHUMAaHUS WJIM BO BpeMsl XOJbObl. Xopes MOXKET Mopaxaer
OPEUMYIIECTBEHHO MPOKCUMAJIBHBIE W JIUCTAJIBHBIE OTIEIbl KOHEYHOCTEH,
TYJOBUUIE, IO, TUIO U IbIXaTEIbHbBIE MBIIILIbI.

Xopest 00BIYHO paccMaTPUBAETCS KaK TUCKMHETHUCCKHUN TOOOYHBIN 3P heKT
nesogomnbl npu BIl mnm kak paHHWUN WM OTCPOUYEHHBIN (IMO3IHUN) TTOOOYHBIN
¢h(}exT y marueHToB, MPUHUMAIOIINX HEUPOICNTUICCKUE WIIH TMPOTUBOPBOTHBIC
npenapatbl. CylecTByeT MHOXECTBO JPYrMX MPUYUMH XOpEH, BKIOYas
NEPUHATAIIBHYI0O AHOKCHIO, OTpAaBJICHHE YrapHbIM Ta3oM, THIEPTUPEO3,
TUIONAPATUPEO3, HAPYIICHUSI 3JIEKTPOJUTOB W YPOBHS TIIIOKO3bI, ()EHUTOUH U
JIpYyTUe JIEKapCTBEHHBIE CPEJCTBA WM TOKCHUHBI, HEMPOAKAHTOIUTO3, OOJIE3Hb
Bunscona-KonoBanioa, cunjgpom  Jlema-Huxana, HapymeHus  oOMeHa
AMUHOKHCJIOT U JIU30COMHBIC 00JIE3HH HaKOIUIeHHs. ['eMuxopest MOKET BOSHUKATh
KOHTpJIATEpaJIbHO ouyary MH(}apKTa MO03ra, KpOBOMBIHUSHHUS, OMyXoJd, aldcueccy
WJIU JPYTUM 04aroBbIM MOPAKEHUSIM Oa3alIbHBIX SIEP.

banauzm

JIBr>keHUST B NPOKCUMAIBHBIX MBIIIIAX KOHEYHOCTEM C  BBICOKOU
aMIUTATYZ0M, OoJiee  BpamjaTeIbHBIMA  WJIM  OpPOCKOBBIMH  KaueCTBaMu
(XapakTepucTuKamMH), 4YeM Xopes, Ha3bpiBaloTcs Oammmu3moM. Haumbonee
pacupoCTpaHEHHBIM TUIIOM SBJISAETCS T€MUOAIITU3M, PU KOTOPOM HAOIIOJAI0TCA
OJIHOCTOPOHHUE  OpOCKOBBIE€  JBMUKEHUS KOHEYHOCTEH, MPOTHUBOMOJIOKHbIE
MOpaKEeHUI0 OazanbHbIX snep. Kiaccuueckod MpUYUHON SABISETCS JaKyHApHBINA
uHpapkr B obOmactu CTS, KOTOpbI NPUBOIUT K CHUKCHHUIO TMAJUIUIHOTO
TOpMOXKeHus Tanamyca. OIHAaKO JlaKyHapHble WHGApPKTBl B JIPYruX 001acTsIX
0a3ajgbHBIX sI€p, OCOOEHHO TIOJIOCATOTO Tejla, TaKKe MOTYT BbI3BIBAThH
KOHTpaJlaTepajibHbIi reMuOamu3M. ['emubamin3M oObIYHO CMEHSIETCSI B TEUEHUE
HECKOJIbKMX JHEH WM HeAellb 00Jiee TOHKUMHU XOPEOAaTETO3HBIMU JIBMXKCHUSIMHU.
OnHako NBUKEHUS 4YacTO TOHAyaldy JIOBOJBHO 3aTPYJHUTENbHBI, U WX MOXKHO
VIY4YIIUTh C TOMOINbIO J0()aMUHEPTUYECKUX AaHTAarOHUCTOB, TAaKUX Kak
rajionepu0i. Hble MPpUYMHBI TeMUOAITU3MA BKITFOYAIOT JAPYTUe OJTHOCTOPOHHUE
MOopakeHUs 0a3abHBIX SEP, TAKHUE KaK KPOBOU3IUSHUE, OMYX0JIb, UHPEKIIUH HIIN
BOCITAJICHUE.

Tukn

BHe3anmHoe KOpOTKOE JBMIKEHHE/JAEHCTBHE, KOTOPOMY IMPEIIIECTBYET
MO0y JCHUE BBHITIOJHUTh €r0 W TMOCJE€ KOTOPOTO 4YacTO CIEIYyeT YYBCTBO
obsreryenus. /[BurarenbHbple THKA OOBIYHO 3aTParvBaloT JIMIIO WM IICI0 U, PEXKE,

KOHEUHOCTHU. BoKajbHbIE THKHU MOTYT OBITH KOPOTKMMH  XPIHOKAHBbAMH,
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KaIUSIFOIIMMK 3BYKaMH, BOIOIIMMHU WJIM TOXOXXHMHU Ha JIal 3BYKaMH WA JaKe
0oJiee CIIO)KHBIMH BOKAJHM3aIlUsIMU, KOTOPHIC MHOT/IA BKJIIOYAIOT HEMPHUCTOWHEIC
cioBa (komponanus). THKH COCTaBISIOT CHEKTP PacCTPOMCTB, BapbUPYIOIIHE OT
BPEMCHHBIX OJIMHOYHBIX JBUTATEIbHBIX WM BOKaJbHBIX THKOB B JIETCTBE JIO
cunapoma Typerra (Takke m3BecTHOTO Kak cuHapoM Kuis ne a Typerra (Gilles
de la Tourette’s syndrome)), KOTOpBII XapaKTepU3yeTCs MOCTOSIHHBIMU
JBUTATEIHLHBIMA U BOKAJIbHBIMH THKAMH.

[MTomumo cuHIpoma Typerra, CYIIECTBYIOT M JPYTHE HIHUONATHYCCKHEC
TUKOBBIE paccTpoiictBa. OHHU CBsi3aHBI JHOO C JBUTATENBHBIMH, JHOO C
BOKaJIbHBIMU THKaMH, HO HE C TeM W ApyruM. HakoHen, TUKM WHOTAQ MOTYT
BO3HUKATh BCJCACTBHC TaKWX TMOPAKEHUH, Kak »dHIehanIuT, WHPAPKTHI,
KPOBOMBJIUSIHUS WJIU OIYXOJIHM; OJHAKO Yy TMAaIMEeHTOB C 3THUMH COCTOSHHUSIMH
0OBIYHO HAOJIIOJAIOTCS U APYTUE aHOMAJIMU B JIOMIOJTHEHUE K THKAM.

MuoxkJioHyc

OOBIYHO CYHUTAIONIUHCA CaMbIM OBICTPBIM M3 BCEX JIBUTATEIbHBIX
paccTpoiCTB, MUOKIIOHYC MpEICTaBIsAeT OO0 BHE3AIHBIN, OBICTPHIN MBIIICUHBIN
Cra3M, KOTOPBIM MOXXET OBITb OYaroBbIM, OJHOCTOPOHHHM WM JBYCTOPOHHHUM.
MUOKJIOHYC  MOXET HMMETh  MHOXKECTBO NPUYMH  BO3HMKHOBEHHUS  CO
BCEBO3MOKHBIMU  JIOKAJIM3AIMAMM TATOJIOTHYECKOr0 oOdvara, BKIIOYas KOpPY
rOJIOBHOI'O MO3ra, MO3)E€4YOK, 0a3alibHbIe s/ipa, CTBOJ TOJOBHOI'O MO3Ta U JIaXKe
CIIMHHOW MO3T. ['mmokcuueckoe MOBpEXKACHUE TOJOBHOIO MO3ra, SHIehaTuT U
TOKCUYECKHE W METa0O0JMYECKUE sHIe(DaIonaTum SIBJISTFOTCSI
pacnpoCTpaHEHHBIMH TPUYMHAMH MHUOKJIOHYCA, HaOII0aeMOro y TSIKENO
OONBHBIX MAIMEHTOB. MHOKIOHYC MOKET OBITh PE3yJbTaTOM JIUJICHTHYECKON
AKTUBHOCTU KOPBI TOJOBHOTO MO3Tra MPU TaKWX 3a00JE€BaHMSIX, KaK FOBEHUJIbHAS
MUOKJIOHMYECKasl SMUJIETICUSI U MPOTPECCUPYIONIasi MUOKIOHUYECKAsT ITUIICTICHUSL.
MuUOKJIOHYC MOXET BO3HHMKATh KakK IMapaHEOIUIaCTUUECKUM CUHAPOM, OCOOCHHO
MPU MEJIKOKJIETOYHOM paKe JIETKOro, pake SMYHUKOB WJIM MOJIOYHOM Kejle3bl U
HeripoOnactome. OH TakkKe YacTO BCTpeUaeTcs TMpU  KOPTUKOOA3aIbHOU
JIETeHepaliy, Mpu 3a00JE€BaHUSX, CBS3aHHBIX C MPUOHAMH, TaKUX KakK OO0JIC3Hb
Kpentndenpna-SAkoba, npu JU30COMHBIX OOJIC3HSAX HAKOIUICHHWS M Ha ITO3IHHUX
CTaJIUAX JEMEHIUH ¢ TenbliaMu JIeBu i BA.

Actepukcuc (4TO O3HA4YaeT “OTCYTCTBHE (PUKCHUPOBAHHOTO TMOJOXKEHUS ),
win nopxarommid Tpemop “flapping tremor”, sBusercs eme omHOW (dopmoi
KOPOTKOT'0 OBICTPOTO JABMXKEHHUS, KOTOPOE YacTO HAOI0IaeTCsl MPU TOKCUYECKHUX
WM MeTaboNu4yecKux  HHIedamonatusx, OCOOCHHO TpU  TEYCHOUYHOMN
HEJIOCTATOYHOCTH, ¥ B 3TOM CJIy4ae €ro Ha3bIBaIOT “TieUeHOYHBIH XIonok™ (“liver

flap™). UccaemoBarenb MOXET €ro BBISBUTH, MOMPOCUB MAIlMEHTa IEpXkKaTh 00e
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PYKH TIpsIMO TepeA TPYyAHOM KIETKOM JaloHSAMH, OOpaIleHHBIMH BIIEpeld, H
BBITSIHYTBIMU 3aISICThSIMU, Kak OYITO OHHU ‘‘OCTaHaBIMBAIOT IBrkeHue . Ilpu
ACTEPUKCUCE TPEPHIBUCThIE KOPOTKHE CruOaTeibHble JBUKEHUS BUIHBI Ha
3aMsICThSAX C JIBYX CTOPOH, KOTJa IMAIMEHT MBITACTCS yAEpXKUBaTh 3Ty 1mo3y. B
OTJIMYME OT MHUOKJIOHYCA, ABMKEHUS B ACTEPUKCUCE HA CAMOM JIE€JI€ BBI3BaHBI HE
MBIIIIEYHBIMU COKPAIIECHUSAMH, & KPATKOBPEMEHHBIMU MEPEPHIBAMU B COKpAIICHUU
pasrubareneil  3amAcThs, KOTOpble OBUTM  3aperucTpupoBanbl Ha OMI
(anekTpomuorpadusi) Kak KOPOTKHE MEPUOALI MOJYAHUS, UYTO OTPa3UIOCh B
TEpPMHUHE “OTpULIATEIbHBIA MUOKIIOHYC'".

Tpemop

PurMmuanbie KoneOaTeNnbHBIE NBWKCHHUS HA3BIBAIOTCS TPEMOPOM. Tpemop
OTJIMYACTCS OT MHUOKJIOHYCA U aCTEPUKCUCA TEM, YTO aKTUBUPYIOTCS KaK MBITIIThI-
arOHUCTHI, TaK ¥ MBIIIIBI-AHTATOHUCTBI, YTO IIONEPEMEHHO TIPUBOJNT K
PUTMUYHBIM JIBYHAIIPaBJICHHBIM JBIDKCHUSIM. TpeMOp MOXXET HWMETh MHOTO
NpUYMH BO3HUKHOBeHUs. Jlokanuzanus W crnenuduueckue XapaKTepUCTUKU
TpeMopa (J4acToTa, aMIUTUTya, GopMa BOJIH TPEMOpa) MOTYT IOMOYb OIPEIACIUTh
€ro ATHOJIOTHUIO.

Tpemop gare Bcero KIACCH(PUIUPYIOT KaK TPEMOP IMOKOS, MOCTYpPaIbHBIHA
TPEMOp W HWHTEHIIMOHHBIA Tpemop. TpeMop MOKOS JMarHOCTHUPYETCS, KOrja
KOHEYHOCTh(-M) HW/MJM TOJIOBa pacciiadlieHbl, aKTUBHO (IIPOM3BOJILHO) HE
MIPOTUBOJICHCTBYIONINE CHJIE TSKECTH, TO €CTh HAXOIATCS B COCTOSIHUHU TTOKOSI.
Yame naOmrogaeTcs, Korja pyKd MaIllMEHTa JIKaT Ha KOJICHSX UM €ro BHUMaHUE
OTBJICUEHO - HAMPUMEP, BO BpeMsi OOCYXICHHUS HE CBS3aHHBIX C TPEMOPOM
aCIEKTOB CBOCU MpeAbIAyIIed UCTOPUHM OOJE3HW WM TPU BBIMOIHEHUH TOHKHUX
JBYDKEHUW TanmpliaMd  (MeNKash MOTOPHKA) MPOTUBOIOIOXKHON KOHEYHOCTH.
Tpemop OOBIYHO YMEHBINAETCS WJIM TPEKpAIIaeTcs, KOTAa TaIlUeHT BHUTaeT
KOHEUHOCTSIMU. TpeMop mokosi siBIsieTCsl BaXKHOM ocoOeHHOCThIO (ueptoii) BIT u
WHOT/Ia Ha3bIBACTCS TAPKUHCOHUIECKUM TPEMOPOM. TpeMop 4acTo aCHMMETpHUYEH
(Bcerma B meOroTe 3a00JI€BaHMs) W 3aTParMBacT B OCHOBHOM KHCTH M BEPXHHE
KOHEYHOCTH, HO OH TaK)K€ MOXET 3aTparuBaTh HWHKHUE KOHEYHOCTH W HUKHIOIO
YeNOCTh (0COOCHHO Ha MO3AHEH cTaanu 3adosneBanus). [IockoIbKy CKiTambIBaeTCs
BIICUATIICHUE, YTO MAIMEHTHl TIEPEKATHIBAIOT YTO-TO MEXKIY OOJBIINM U JIPYyTUMU
najbllaMd, WHOTJIA HCIIOJB3YIOTCS TEPMHUHBI "TpeMOp 1O THITY CKaTbIBaHHUS
MUAJTI0JIb WK cueta MoHeT". TpemMop mokos 0OBIYHO UMEET 4acToTy oT 3,5 10 5,5
epu.

HampotuB, mOCTypanbHBIA TPEMOp IUArHOCTHUPYETCS, KOTJA TIAIHEeHT
YVAEP)KUBAET KOHEYHOCTH W/WIW TOJIOBY B OINPEIACICHHOM TOJIOKCHUH (UMEET

MECTO aKTMBHOE IMPOTUBOACHCTBHE CHJIC 3€MHOTO IPUTSHKCHHS ) — Hampumep, 00e
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PYKH BBITSIHYTHI MTapaJlJIeNIbHO TOJTy, HO ucye3aeT B mokoe. DT sBnseTcs Haubosee
TUIUYHBIM €T0 MPUMEPOM, U, BO3MOKHO, ABJISIETCSI HauOoJIee pacHpoCTpaHEHHBIM
U3 BCEX JIBUTaTEJIbHBIX paccTpodcTB. MHOTrAa ero Takyke Ha3bIBaIOT CEMEWHBIM,
100pPOKAYECTBEHHBIM WJIM CTAPUECKUM (CEHHJIBHBIM) TPEMOPOM, XOTS HU OJIHO U3
ATUX HA3BaHWUA HE SBISICTCS TpaBwiIbHBIM. DT mMmeeT vactoty oT 6 g0 8 Tepi.
Yamie Bcero OH 3aTparuBaeTr (BOBJEKACT) KHUCTH WM PYKH B  IIEJIOM
(CUMMETpPUYHOE TMOPAKEHHE), HO TAKXKE MOXKET NOpPa)XaTh HHIKHIOIO YEIIOCTh,
A3BIK, TOJIOBY, FOJIOCOBBIE CBSI3KM M, PEXE, HOTH WU Aaxe TyJoBuie. OObIYHO
TPEMOpP JIBYCTOPOHHUN, HO MOXET OBIThb M ACHUMMETPUYHBIM (QTUIIUYHBIN
BapuaHT). TpeMop MO CBOEH BBIPAKEHHOCTH (AMILIUTYJIE) MOXKET OBITh JIETKUM,
YMEPEHHBIM WM BbI3bIBaTh 3HAUYUTENbHbIE (YHKIMOHAIBHBIE HaAPYUICHUS.
[lanueHThl 4acTo >KadylTCs Ha TPYIHOCTH C yAEpXKAaHUEM CTakaHa BOJbI, HE
MPOJIMB €ro, TaKKe€ Y HHUX MOTryT OBbITh MpoOJIeMbl € mo4yepkoMm. Tpemop
YCWJIMBAETCA TMPU CTpEcCe U 4YacTo MOXET ObITh KynupoBaH Oera-
aJpEHEPrUYEeCKUMU  AHTarOHUCTaMHW, TAaKUMU Kak  mpompaHonoi. [lpu
yNOTpeOJIEHUH aJKOroyid TPEMOP YacTO BPEMEHHO YMEHBIIAeTCS WU Jaxe
ucye3aeT. JTOT (PaKT MOXKET BECTU K MOBBIIICHUIO KOJUYECTBA YNOTPeOIEeHUs
CHOUPTHBIX HAaUTKOB Juuamu ¢ OT. OT yvacTo BcTpedaercs B CEMbSIX C AyTOCOMHO-
JOMHHAHTHBIM  HAcJIEMOBAaHUEM; OJHAKO  BCTPEYAIOTCd W  €AUHUYHBIE
(cnopanuueckue) ciydau. Hadamo MokeT HacTynuTh B JIFOOOM BO3pacTe OT
MOJIOJOTO 10 TMPEKJIOHHOro (TOXKUJIOr0), W HMEET Yalle TEHIACHUHUI0 K
HE3HAUYUTEIbHOMY MPOTrPECCUPOBAHUIO C TEYEHUEM BpeMeHU. B nerkux ciydasx
JedyeHrue He TpeOyercs, a mpu Oojee THKEIOM TEUEHUH YacTo Hablromaercs
YMEHBIIIEHUE CUMIITOMOB Ha (oHE TpremMa OeTa-0JI0KaTOpOoB WM MpUMUIOHA. B
OUYEHb TSIKENBIX CIydasX MOXKET OBbITh MOJIE3HA BEHTpOJIaTepalibHas TaJIaMOTOMUS
WJIY CTUMYJISILIUS TAJIaMycCa.

[locTypanbHblii TpeMOp TakKe MOXKET ObITb BbI3BAH Pa3IUYHBIMU
JIEKapCTBEHHBIMU MperapaTaMu, HApKOTUYECKMMH CpPEJICTBAMH, HapyLICHUSMU
oOMEHa BEUIECTB, aJIKOTOJIbHOW aOCTHMHEHILIMEH, CHIIBHBIM CTPaXxOM, TPEBOIOW H
IPYTUMHU COCTOSHUSMHM. B HEKOTOpBIX cillydasgX CYMTAETCS, YTO JAHHBIA BHJ
TpeMopa SBISI€TCS YCHJIEHHEM HOPMaJbHOTO (PU3MOJIOTUYECKOTO TPEMOpa,
NPUCYTCTBYIOIIETO y BCEX JIIOJIEH, HO OOBIYHO HE BUIUMOTO 0€3 CHEeIHaIbHOTO
obopynoBanusi. OU3HOIOTUYECKUN TPEMOp UMeeT 4acTtoTy oT 7 go 11 'epir, uro
HEMHOTO BbIlIe, yeM npu DT, u MoxkeT ycunuBaThes kopenHoMm. Kpome Toro,
nepudepuyeckue  HEPBHO-MBILIEYHBIE  PACCTPOMCTBA  MOTYT  BBI3bIBATh
MOCTYpalbHBINA (M MHTEHIIMOHHBIN) TpeMop. Y HEKOTOphIX nanueHtoB ¢ bII Takxke
HAOJII0/IaeTCsl MOCTYPAJBHBIA TPEMOp B JONOJHEHHE K Oojiee XapaKTepHOMY
TPEMOPY HOKOS.
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VHTEHIITMOHHBIM TPEMOpP TAKXKE HA3bIBAIOT ATAKCHUYECKUM TPEMOPOM,
NOTOMY 4YTO OH OOBIYHO SBJISIETCS MPU3HAKOM AaTaKCHM, CBS3aHHOM C
NOBPEXKIACHUEM MO3KeUKa. JIaHHBIA BUI TpeMOpa BO3HUKAET, KOT/AA IAI[UEHT
NEepEMEIIAeT CBOK KOHEYHOCTh K 1€MW ¢ MapajuleiIbHO Pa3BUBAKOTCSA
HapacTarolue 0 aMIUTUTY 1€ KoJIeOaTeNbHbIE JBUKEHUS.

B mpakTtryeckoi AesTeNbHOCTH MHOIJA MCHOJb3YETCS MHOXKECTBO JAPYIHX
TEPMHHOB /711 0003HaYEHUSI TPEMOpPa, M1 OHU MOTYT BBI3bIBaTh MyTaHUILy. Tpemop
JEUCTBUA MOYKET O03HayaTh JUOO MOCTYpaibHBIM, MO0 MHTEHIIMOHHBIA TPEMOP,
160 U To, U apyroe Bmecte. CTaTUYECKUNA TPEMOP MOKET O3HA4YaTh Kak TPEMOP
NOKOSI, TaK M MOCTypalbHbI TpeMop. VHTEHIMOHHBI TPEMOP HMHOTAA TAKKE
Ha3bIBAlOT KUHETHYECKUM TpeMopoM. Korma Tpemop ycwiMBaeTrcss K KOHIY
JBUKEHUS, KaK 3TO 0OBIYHO OBIBAET MPU MHTEHIIMIOHHOM TPEMOPE, 3TO HEKOTOPHIE
Ha3bIBAIOT TEPMUHAIBHBIM TpeMopoM (terminal tremor).

B nmonosHeHHWE K MHTEHIMOHHOMY (aTaKCHYECKOMY) TPEMOPY, MOPaKEHUs
MO3K€YKa MOTYT BBI3bIBaTh JPYTU€ BHIBI TPEMOpPA, KOTOPHIE BO3HUKAIOT B
COCTOSIHUH TIOKOSI WJIM IIpU YJEp’KaHWM N03bl. HecMOTpsl Ha cBO€ Ha3BaHHWE, TAK
Ha3bIBa€Mblil pyOpaJIbHBII TpPEMOpP, CKOpEEe BCEro, BbBI3BAH IOPAKEHUEM HE
KpacHOro sapa, a Onu3iexameil BepxXxHEW MO3KEUYKOBOW HOXKKH WIM JPYTHX
MO3KEUKOBBIX CTPYKTYp. PyOpasbHbIil TpeMOp MMeeT 4acToTy OoT 3 0 5 repi u
OOBIYHO UMEET HU3KYIO0 aMIUIUTYly B COCTOSIHUM IOKOS, HO OH CTaHOBUTCA OoJiee
CWIbHBIM, KaK TOJBKO KOHEUYHOCTH CJIErKa OTBEIEHbl WM MPEIPUHUMAIOTCS
MOMNBITKK YJEPKaTh MO3Y WM BBINOJHUTH JBUXKEHUE. DTOT TPEMOP OOBIUHO
Ha0JII0JIaeTCs TIPU PACCESTHHOM CKJIEpO3€ WM MH(pApKTE CTBOJA FOJOBHOIO MO3ra
U MOXET HaloMUHaThb TpeMmop, HaOmogaemMblii mpu Oone3nu BuibcoHa-
Konosanosa.

Hpyrue Bumgsl TpeMopa TIOKOs, HaOolaeMble TIPU  PACCTPONCTBAX
MO3K€YKa, BKJIIOYAIOT TUTYOAalMIO TYyJIOBUIIA M TOJOBBL, CBSI3aHHYIO C
MOPAKEHUEM YepBsS MO3Keuka, U HEOHbI Tpemop. HeOHbIi Tpemop Hu3BecTeH
CBOUM IOCTOSTHCTBOM BO BpEMs CHA, YTO OTJIMYAET €ro OT OOJIbIIMHCTBA JIPYTUX
dbopm Tpemopa. HeOHbII Tpemop paHbllie Ha3bIBAJICS HEOHBIM MHUOKIOHYCOM, HO
Tenepb KIAaCCUPUIMPYETCsT KaK TPEeMOp, HOTOMY YTO JBMKEHHS SIBISIOTCA
nByxda3HbIMU, a He MOHO(a3HBIMU. JIBMKeHUs He0a MPOUCXOAAT C 4YacToToH ot 1
10 2 I'epul ¥ MHOTJA@ MOTYT PACIPOCTPAHITHCS HA JIMLO U JaXKe MPOKCUMAJIbHO Ha
BEpXHUE KOHEYHOCTU. HekoTopble ManmueHThl >KadyloTcs Ha TO, YTO CIBIIIAT
“menkarouIMe 3BYKM®W ~ M3-3a JIBIDKEHMM €BCTaxWeBOW TpyObl, BBI3BaHHBIX
COKpAIllCHUSIMU HEOHBIX MbI. MHBbEKIUKM OOTOKCAa B MBIIIIY HAaNpPATaolyro
HEOHYIO 3aHAaBECKy MOTYT ObITb A(()EKTUBHBIM METOJIOM JieueHus. HeOHbIN
TpeMOp OOBIYHO BBI3bIBACTCS MOPAKEHUEM LIEHTPAJIbHOTO TErMEHTAJIbHOTO TPaKTa

30



(central tegmental tract), game Bcero mpu nH(papKTax CTBOJIA TOJIOBHOTO MO3Ta, HO
TaKKe M MPU PACCESTHHOM CKJIEPO3€ WJIH TPaBMe.

HekoTtopble apyrue paccTpoicTBa, KOTOPHIC BBI3BIBAIOT PUTMHYHBIC WIIH
HEPUTMHUYHBIC JIBU)KECHUSI, MOTYT OBITh CIIyTaHBI C TPEMOPOM; K HHUM OTHOCSITCS
KJIOHYC, MHUOKIIOHYC, XJIONAIOIIUK TpeMop (acTepukcuc), (acuukynsmun u
(doKabHBIE KIIOHMYECKHE CYAOPOTH. DTH PACCTPOICTBA HE SBISIOTCS UCTHHHBIM
TPEMOPOM.

Bonpocel 1j11 CAMOKOHTPOJIA:

1. JlaiiTe onpeneneHue MOHATHIO «JIBUTaTENIbHBIE PACCTPOMCTBAY.

2. Kakue nBuUrartesnbHbIE PacCTPOMCTBA OTHOCSTCS K TMIIOKMHETUYECKUM?
JlaliTe UX ONpENEIICHNE U XapaKTEPUCTHUKY.

3. Kakue nBuratenbHblEe pacCTPONCTBA OTHOCSTCS K THIEPKHHETUYECKUM?
JlaliTe onpeaceHne U XapakKTEPUCTUKY TUCTOHHUH, aTETO3Y U XOPEE.

4. JlaliTe ompeneneHUE W XapaKTEPUCTHKY CIEAYIOIIUM JBUraTEIbHBIM
paccTpoiicTBam (0aJIIM3M, TUKH U MUOKJIOHYC).

5. HazoBuTe mnopakeHne Kakux sA€p MNPUBOAUT K TEM WIM HHBIM
JBUTATEJIbHBIM PACCTPONCTBAM.

6. [laiiTe onpenencHue U XapaKTEPUCTHKY TPEMODPY.
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I'TABA Ne 4
ITUOJIOI'US, TATOPU3INOJIOI'UA U TATOI'EHE3 BII

ITHOJIOTUS

N3ydeHne pa3auvHbIX OOBEKTUBHBIX XapaKTEPUCTHK OOJIBIIOrO YHCIIa
nanueHToB ¢ bII moka3zano, uro BII siBiseTcss MHOTOaKTOPHBIM 3a00JI€BaHUEM C
BEPOATHHIMH  TEHETHYECKMMU U HETCHETHYECKUMH  (IKOJOTUYECKUMU)
JeTepMUHAHTaMU.

HacaeacrBeHnblie pakTopbI

BI1 (uauonaTtudeckas BI1 u (MmoHo)rennsie popmel BII) mpencrasiser codoii
reTepOreHHYI0 TPYIIY PacCTPOMCTB ¢ OOLUM NATO(U3HOIOTHYECKH 3HAUUMbIM
nopamunepruueckuM nepunutom. Xota HacienctseHHas bII Bctpeuaercs penaxo,
CYILLECTBYET TEHJICHLIUS K ceMeliHoMy mposBienuto bIl. B nocneanue ronapr 6b110
MPEANPUHATO MHOTO YCHJIMM JJISl BBISIBJICHUS CHELU(PUUECKUX U YYyBCTBUTEIBHBIX
OumomapkepoB crnopaauueckoil u renerudeckon ¢opm BII. HccrnenoBanus
OJMM3HELIOB  IOKAa3blBAalOT, YTO HACJIEACTBEHHOCTh HUIPAET OTHOCUTEIBHO
HEOOJBIIYI0 pOJIb B MOMYJALMA B I€JIOM, HO HACJIEJICTBEHHBI KOMIIOHEHT
3HaYUTENIbHEE, €CIU Yy OJHOro Oiu3Helna 3a0ojieBaHME HAUMHAETCS B BO3pacTe
mojioxke 50 ner. Bonee Ttoro, I1DT-uccnenoBanus (MO3UTPOHHO-IMUCCHOHHAS
ToMorpadusi) OJIM3HEIOB IMOKA3bIBAIOT, YTO y OOJBIIMHCTBA MOHO3UTOTHBIX
Oonm3HenioB oT mnanueHToB ¢ bBII HaOmomaercss CyOKIMHUYECKOE CHIKEHUE
BBICBOOOXKJEHUSI A0(amMuHa, YTO YBEIUYMBAET 3HAYUMOCTH HACIIEJCTBEHHOIO
KOMITOHEHTa HE3aBUCUMO OT BO3pacTa Haudaja 3a00JIeBaHMsl.

Hecmotpss Ha TO, uto OGonbimuHCTBO citydaeB bBII, mo-BuaumMomy, HOCST
CHOpaJNYECKUN XapaKTep, CTAHOBUTCA Bce 00JIee OUE€BHUIHBIM, YTO T€HETUUYECKHUE
(dakTopbl UrparT BaxkHYK poiib B maroreHe3e bII, ocoOenHo ecnu Hayaio
3a0oyieBaHusl MpuXoAuTcs Ha Bo3pact muamme 50 ser. [Ipumepno y 20-25%
MMAllMEHTOB €CTh IO KpalHE Mepe OOWH POACTBEHHUK mNepBoMl auHuu ¢ BII, u
BEPOATHOCTH pa3BUTHs BIl y poaCcTBEHHMKOB NEPBOM JIMHUM B 2-3 pa3a BBIIIE, YEM
y  POJICTBEHHMKOB  KOHTpOJbHOW  rpynnbel.  Haunbonee — yOemutenbHbIe
J0Ka3aTeNIbCTBA TEHETUYECKOro BKJana B martoreHe3 BII Obumm mpencraBieHbl
COOOILIEHUSIMU O MHOTOYHCIIEHHBIX CEMbAX (IUHACTUAX) C JOMHHAHTHO
HacjeayeMoM, NOATBepxkAeHHOW Ha aytorcud, BII. CkanupoBaHue reHoma y
poactBennnkoB Koutypcn (Contursi) rpeko-UTajdbsSIHCKOTO —IMPOUCXOMKICHHUS
OOHApYXUJI0 TEHETUYECKUH Mapkep Ha Xxpomocome 4q21q23, cBs3aHHBIA C
¢enotunom BII. I[ocnenyroume uccieqoBaHusl BBISIBUIM [0 MEHbILIEH MEpe TpH
paznuyHble MyTaluu B reHe anb@a-cunykienHa (SNCA), nepBoil MOHOT€HHOM
dbopme BII, o6o3nauennoi kak PARK1. B momoysiHeHHE K TUIIWYHBIM MpHU3HAKAM
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BIT y »TOli ceMbH HaOMIONANUCH JEMEHIIMS, BBIPAXKEHHAS TUIIOBEHTUIISIUS
LHEHTPAJIbHOTO T'€HE3a, OPTOCTATUYECKAsl THMIOTEH3UsI, BBIPAXKEHHBINI MUOKIIOHYC,
HEJep>KaHUEe MOYM M IATOJOTMYECKHE M3MEHEHHS] B NMUTMEHTHPOBAHHBIX SAPAX
CTBOJIa TOJOBHOTO MO3ra, TMIIOKaMmmna W BUCOYHOW Kope. I[lo3xke mpumeHeHue
konnuectBeHHOU [I[[P-ammmudukanmu rena SNCA B peanbHOM BpeMEHHU
MoKa3ajo, 4YTO B HEKOTOpbIX cembsix C (enotunom bIl, mnepBoHayanbHO
o0o3HaueHHbIM Kak PARK 4, HaOnmtofganuchk nyriaukanus U TPUILUIMKALKUS T'eHa CO
3HAYUTENIbHBIM YBEIMYEHUEM KOJMYecTBa Oelka anb(a-CHHyKJIeHHa. Takum
oOpa3oM, H30BITOYHAS OKcOpeccus anb(a-CUHYKIEMHA MOXET TMPUBECTU K
HENpoJIereHepaTUBHOMY 3a00JIEBAaHUIO C MPHU3HAKAMU, MEPEKPEIIMBAIOIIMMUCS C
BII, ATJI u MCA. Ha ocHOBaHUU CKpUHHUHTA, BCS KOAMPYIOLIasi 00JacTh reHa y
Oonpmioro yucia nanueHToB ¢ BII mokaseiBaer, yto myrtauus B rene SNCA
aBisieTca BCE ke peakod npuunHOW BII. OTKpeITHE CBA3M MEXIYy ayTOCOMHO-
PELECCUBHOM, C paHHUM HayayoM, JIeBoJiono-3aBucumont opmoii BII, ¢ nokycom
Ha  xpoMocoMme 6¢25.227 mnpuBenO K  MOCICAYIOUIEMY  BBISBICHUIO
MHOTOYHMCIICHHBIX MyTallui B TeHe, Ha3biBaeMoM napkuH (parkin) (PARK?2). Drot
red pazmepom 500 kb, 12-3k30H reHa komupyer Oeiok u3 465 aMHUHOKHUCIOT C
aktuBHocThto E3  yOukBuTumniuraset (E3  ubiquitin-ligase) mocpenctBoMm
B3aUMOJICHCTBHSI ¢ (epMeHTOM, KoHbIorHpyromuMm youkButuH UbcH7 (E2).
CBsi3aHHBIM C KOMIUIEKCOM ['0nbku, O€NOK MapKWHA, KakK IOJararoT, Takke
Y4acTBYEeT B BE3HUKYJAPHOM TpaHcropre. llapkuH Npo4YHO CBA3BIBAETCS C
pa3IMYHBIMKU O€JIKaMU U MUKPOTPYOOUKaMH, HapYLIEHUE KOTOPBIX y MAIMEHTOB C
MyTallUsIMM ~ TIApKWHA BJIMSET HA BE3UKYJSIPHBIMA TPAHCIOPT U MOXKET
CIIOCOOCTBOBATh HUTPOCTPUAPHOM JereHepanuu. B TO BpeMsi Kak HOpMabHBIM
MapKUH YyYacTBYeT B YOUKBUTHHUPOBAHMHM W TOCJICAYIOIIEH Jerpagaiuu
OTIpeIeTICHHBIX OEJIKOB MPOTEaCOMaMM, MyTUPOBAHHBIN OEJIOK MapKUHA TEPSIET ITY
CIIOCOOHOCTh M, TakUM OOpa3oM, MOKET MPUBECTH K HAKOIUJICHUIO OEJIKOB,
BbI3bIBAsI M30HUpaTEIbHYIO TMOENIb HEPBHBIX KIETOK 0e3 oOpa3oBanus Tenel Jlesu.
B nononnenue x xapakrepusiM cumntomam blII, mamuentsl ¢ PARK?2 npossistor
MHOKECTBO AaTHIHUYHBIX TMPU3HAKOB, TaKUX Kak runeppediekcus, IUCTOHUS,
TpEMOp  HOT,  BereratuBHas  OUCHYHKIMS,  CEHCOpHAas  aKCOHaJlbHas
nepudepruvecKas HEBpPOMATHs, BBIPAXKEHHBIE HAPYIICHUS CHA, JIUCKUHE3WH,
BBI3BaHHBIE JIEBOJOIOM, MICUXO03bl U JPYTHE MOBEACHUYECKUE M MCUXUATPUUECKHUE
npobsiembl. Xots PARK2 Obun BbISIBIEH y TAlUMEHTOB € IMO3IHUM HavyajloM
3a00eBaHus1, OKOJIO MOJIOBUHBI MalMeHToB ¢ HayanoM BII B Bo3pacte no 40 net
MMEIOT MyTalliy MapKUHa.

B Hacrosimiee BpeMs OTKpbIBaeTcs BCE€ OOJbIIEE YHUCIO HOBBIX T'€HOB,
BoBJIeUeHHBIX B martoreHe3 bIl. Ommna mokyc, accoruupoBaHHbii ¢ BII, Obun

oOHapyxxkeH Ha xpomocoMe 2pl3 (PARK3) B HEKOTOPHIX pOJax €BPOMEUCKUX
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ceMeil co cpelHUM BO3pacToM Havana 3aboneBanust 61 roa. XoTs y HEKOTOPHIX
npencTaBuTeNied poja HaOMIoJalach BbIpaKEHHAs JIEMEHIIMS, BCKPBITHE B
HEKOTOPBIX CIIy4asX MOATBEPAMWIIO TUIIWYHBIE NATOJOTHYECKUE Mpu3Haku bII,
BKiIroyass Tenpua JleBn. Eme omHMM 10Ka3aTenbCTBOM TOTO, YTO HapyLICHUE
HOPMAJIBHOM Jlerpajauny Oenka sIBJISETCS BaXXKHBIM NaTOJOTMYECKUM MEXaHU3MOM
Helipogerenepauun mnpu  BIl, sBmsercs oOHapykeHWe MyTallid B TEHE
NeyONKBUTUHUPYIOIIETO depmenTa YOMKBUTHH-KapOOKCUTEPMUHAILHOMN
ruaponaszsl L1 (UCHL1) na xpomocome 4pl4 B HEMENKON CeMbE C ayTOCOMHO-
nomuHantHo Qopmoii BIT (PARKS). Myramuu, mpeamnoyiokuTeNbHO, B T'eHe
PTEN-unaymupoBannoit kuHasel 1 (PINK1) Ha xpomocome 1p36 Obui BBISBICHBI
B ayTOCOMHO-PEIIECCUBHBIX CEMbSIX C pAHHUM HayayioM napkunconusma (PARKG).
I'en PINK1 MPEATNIOI0KUTEIBHO KOAUPYET CEpUH-TPEOHUHKUHA3Y
(serine-threonine kinase), pacnojio)k€HHYIO B MUTOXOHJPHUSAX, YTO OOECIEYMBAET
JNAJTBHEUIYI0 TOIAEPKKY PpOJIM OKHUCIUTEIBHOIO crTpecca B maroreHese bIL
Cpennuii BO3pacT Hauvajla 3a00JIEBaHUS COCTABIISIET YETBEPTOE JIECATUIIETUE
KU3HM, a TEYEHUE JOBOJBHO MAIKOE, AacCCOLMHMPOBAHHOE C JIEBOJOINO-
VWHIYLMPOBAHHBIMU JUCKUHE3USAMHU. OTH KIMHUYECKHE IPU3HAKK AHAJIOTMYHBI
TakOBbIM  Jpyroi  ayrocoMHo-peneccuBHoit  ¢opmer  BII  (PARK?7),
JIOKAJIM30BAaHHOM B TOM e XpomocoMHOM ob6nactu B reHe DIJI1. Ilomumo
MEJJIEHHOT'O MPOrPECCUPOBAHUSA U XOPOIIETO, JUIMTENBHOTO OTBETA HA JIEBOJAOILY,
y nanueHToB ¢ myTtanuei DJ1 Moryt HabmoaaTecs Osedapocmnasm, TUCTOHUS HOT,
0EeCOKOMCTBO M KOMILIEKC PACCTPOMCTB MApKUHCOHU3MA. B oTinuune oT MyTanui
MapKuHa, KOTOpble MOTYT cocTaBisiTh A0 50% cnydaeB BII ¢ paHHMM Havaiom,
mytauuu DJ1 coctaBnsitoT npumepHo 1% Bcex ciaydaeB panHero Hadana BIL.
Jpyroii J0OKyc, COIMOCTaBleHHBI ¢ Xpomocomoit 12p11.23-g13.11
(PARKS), 6b11 IepBOHAYATEHO UACHTHU(DUIIMPOBAH B SATIOHCKON CEMbE C TUITUYHON
¢dbopmoii BIl, yHaciaenoBaHHBIM MO ayTOCOMHO-JOMUHAHTHOMY THITY C HEMOJIHON
MEHETPAHTHOCThIO, M BIOCIEJACTBUU OBLJIO YCTAHOBJIEHO, 4YTO OH SIBJISIETCS
HauOosee pacrnpocTpaHeHHOH Qopmoii cemeiiHoit BII ¢ mo3gHuM Havayiowm.
Teuenue  3a0oyieBaHUST  OTHOCUTENIBHO  MSTKOE, OOBIYHO  MPOSBIIAETCA
OJTHOCTOPOHHUM TPEMOPOM PYK WUJIM HOT 0€3 KOTHUTUBHOTO ACPHUIINTA; MAllUEHTHI
XOpOLIO pearupyroT Ha IMpenapatsl jeBojomnsl. [pyrue kimHuueckue (HeHOTHIbI
BKJIIIOYAJIM MAapKUHCOHM3M C JEMEHLMEH, TaJUIIOLMHALMAMY, BEreTaTUBHOU
nuchyHKIKMEH, aMMOTpoHeit Win U To, ¥ APYToe, a Takxke TunuYHbld OT. AHanu3
BCKPBITUM JIEMOHCTPUPYET pPa3IUYHYl0 TNATOJIOTHIO, HAayWHAsA OT HaJIW4us
MaToJIOrMueckux Teinel JleBu u Tay-HeMpopuOpHIIIpHOro KiIyOKa M 3aKaHYMBas
OTCYTCTBHMEM MAaTOJOTrnYeckux u3MeHeHwil. ['eH, orBercTBeHHbId 32 PARKS Ha
xpomocome 12p11.2q13.1, naseiBaembiii LRRK2 (Leucine-rich repeat kinase 2,

KHHAa3a 2 ¢ BEICOKUM COJIEp>)KaHUEM JICUITMHA), TPUHAJJIC)KUT K CEMEHCTBY OCIIKOB
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ROCO wu Bxmrouaer noMeH nporenHkuHasbl kiacca MAPKKK u Heckonbko
JIPYTUX OCHOBHBIX (PYHKIMOHAIBHBIX JIOMEHOB. I[IpoaykT rena, Oelok Tmon
Ha3BaHueMm napaapuH (dardarin) (ot Oackckoro cnoBa dardara, 4yTo o3Hayaer
“TpemMop”), TMpEACTaBIsIET COO0OM HOBBIM  OE€JOK, KOTOPBIM, BEPOSTHO,
GyHKIMOHUPYET  KaKk  [HUTOIUIa3MaTWYecKas  KWHA3a, y4YacTBYIOIas B
dbochopunmrpoBaHuM Takux OENKOB, Kak anbda-cuaykiaenH u tTay. LRRK2 TecHo
CBS3aH C pa3IMYHBIMH MEMOpPAaHHBIMH U BE3UKYJSIPHBIMH CTPYKTYpaMH,
MeMOpaHO-aCCOIMUPOBAHHBIMA ~ OpPTaHe/UIAMH HW  MHKPOTPYOOYKaMH,  4YTO
YKa3bIBAE€T HA €T0 POJIb B BE3UKYJSIPHOM TPAHCIIOPTE U OOMEHHBIX IMpoIleccax Ha
MeMOpaHax ¢ ydactueMm OenkoB (membrane and protein turnover), Bkiao4asi myTh
JU30COMANIbHON Jerpajanuu. bbuio oOHapyX eHo, 4TO 3Ta MyTalus OCOOEHHO
4acTo BcTpevaeTcs y maiueHToB ¢ bII ceBepoadpukaHCKOro MPOUCXOXKACHUS U Y
MalMeHTOB-EeBpEeB-allIKeHa30B. [IeHeTpalus reHeTUUYEeCKUX U3MEHEHUM JOBOJIBHO
BapuabelibHa, U Y MHOTUX TMOXWJIBIX JIFOAEH MUMEETCS MyTallusi, OJJHAKO HUKAKUX
cumntomoB bBII BeIsiBieHO He Obuto. BapuaOenbHas NEHETPAHTHOCTH U POCT
OTKPBITBIX T'€HOB, CBA3aHHbIX ¢ pa3ButueM bIl w/unu  mOBBIIEHHON
BOCIIPUUMYHMBOCTBIO K TMOBPEKIAIONUM (PaKTopaM, B COUYETAHWU C PACTYLIUM
qucjaoM Kommepuecku goctymHbix TectoB JHK/PHK, wumeror oueBuaHbIC
KIIMHUYECKUE TPEUMYIIECTBA JJIsi HalpaBJCHUS MalUCHTOB HAa T'E€HETUYECKOE
KOHCYJbTUPOBAHHE YK€ B HACTOSIIIEE BpEMS.

CTOUT KOHCTAaTUPOBATh, UTO TEHETUUYECKHUE ACIEKThI pa3BUTUS BII CI0XKHBL.
PacnpocTpaneHHble BapuaHThl MOTYT CIOCOOCTBOBaTh PHUCKY pas3Butus bIl u
MOTYT B3aUMOJICMCTBOBATh C APYTMMHU T€HETHUECKU 00YCIOBICHHBIMU (DakTOpaMu
u ¢akTopamMu OKpyxaromeid cpenbl. [I0CKOJIbKY MaTOTEHETUYECKHE MPOIECCh
(0cOOCHHOCTh IMMYHHOTO OTBeTa, HanpuMep) ripu ['BIT u3ydeHs! siydrire, 4eM mpu
WBII, marueHTsl ¢ 3TUMH TTOATHUIIAMU 3a00JI€BaHMS, BEPOSATHO, B MIEPBYIO OUepe/ib
BBIMTPAIOT OT Tepanuu, Moauduiupyromeid TedeHue 3adoneBaHus. Takxke
BEPOSATCH CUHEPTreTUUeCKUi 3(PeKT MKy UCCICIOBAHUSIMU MOHOTEHETUYECKUX
dhopm 3aboneBanust u UBII. HenaBHue nccienoBanus moka3ajiv, 4YTO CBSI3aHHBIE C
3a00s1eBaHUEM U3MEHEHUS, OOHAPYKEHHBIE MPU TeHETUYECKU CBS3aHHBIX (hopmax
BIT (manpumep, PARK-LRRK2, PARK-GBA), Takxe MOTYyT ObITh 0OHAPYKEHBI Y
MAIlMEHTOB, Y KOTOPHIX HE MOXET ObITh OOHAPYKEHO TCHETHYECKOW MPUYUHBI.
Jaxe ecmu st manueHtsl ¢ ['BII B HacTosmiee BpemMs OPEACTABISIIOT JIMIIb
HeOoubiyto rpynmy (mpumepHo 10%), oxugaeTcs, 4TO0 JOCTYIMHOCTh MPUYUHHO-
CJIeICTBEHHOU Tepanuu renerudeckux popm BII cymiecTBEeHHO yBETUYUT CIpoC Ha
F€HETUYECKOEe TECTHUPOBaHME M  KOHCylbTHpoBaHue. Camoe  moclienHee
KpynmHoMmaciiTabHoe uccienoBanue acconuanuu renoma (GWAS) BeisiBuno 70
JIOKYCOB, BIUSIOMUX HA pUCK pa3BuTus bIl. HekoTopkie U3 3TUX JTOKYCOB OJIM3KU

K I'€HaM, y49aCTBYIOIIIUM B CHCTCMC JIN30COMAaIbLHOM aYTO(l)aFI/II/I H UMMYHUTCTC,
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KOTOpBIE, BEPOATHO, WIrPAIOT BAXKHYIO POJb B 00paboTKe (YTHUIM3AIINN)
HEMpPaBUWJIHLHO CBEPHYTOTO alb(da-cuHykienHa. [IpuobpereHHble (COMaTHYECKHUE)
myTtauuu MutoxoHApuanbHol JIHK BeiaBnstorcs B HelipoHax UC mpu BII ¢
PAaHHHM HA4YaJIOM M TAaKXE€ MOTYT MIPaTh OMNPEACICHHYIO pOJb B NATOTEHE3E
3a0oneBaHus. ONHUreHeTHYeckne (PakToppl TakKe MOTYT CIOCOOCTBOBAThH
narorenesy bII.

VYuuteiBasi yOequTeIbHbIE T€HETUYECKUE W SKCIEPUMEHTAJIbHBIC JIaHHbIE,
CBS3BIBAIONINE TOKCHYHOCTh alb(a-cuHyKIenHa C pas3ButueM bIl, mHOTrHe
NOTEHIIMAIbHBIE  TEPaNeBTUUYECKUE HEUPONMPOTEKTOPHBIE CTpaTerud  ObLIU
COCpPEIOTOYEHBI Ha MEXaHM3MaX yAaJIeHUs arperatoB ajib(ha-CHHYKICHHA.

IIpuoOperennbie pakTOpbI:

Toxkcuyeckue pakTopbl

JlokazaTenbcTBa HET€HETHUECKUX/aKoornueckux npuunH BI1 moctynaiot B
OCHOBHOM H3 JBYX HCTOYHMKOB: CIy4YallHO€ OTKPBITUE TMAPKUHCOHU3MA Y
noTpeOuTeNeil MapeHTEepalbHBIX HAPKOTHUKOB, MOABEPTUIUXCS 3arps3HEHUIO,
M®TIT  (1-metun-4-dpennn-1,2,3,6-rerparuaponupunud,  1-methyl-4-phenyl-
1,2,3,6-tetrahydropyridine (MPTP)), u smuaemuonorndeckue accoruanuu MBIT
u/uni Jpyrux (popM MapKUHCOHU3MA C ONPEACIICHHBIM OO0pa3oM >KU3HU WIIU
npodecCUOHANIBHBIMU BO3/eHCTBUsIMU. bonee 3 necartwieTvii Haszaj OTKPBHITHE
TOTO, YTO y TPYIIbl HAPKOMAHOB pa3BUJIach TshKenas opMa MapKUHCOHU3MA C
peaKkuuen Ha JIEBOJOIY NOCJE MapeHTEPAIBHOTO BBEACHUS aHAJIOra MENEpUINHA,
3arpsiI3HEHHOIO MUTOXOHJIPUAIBHBIM NPOTOKCHHOM, M®TII, npeanonoxuno, 4ro
TOKCUHBI ~ OKpyXKaromied cpeasl MoOryT BbBbIBaTh  bIl.  OOHapyxeHue
MapKUHCOHU3Ma, BbI3BaHHOTO MDTII, Ob1710 3HAYUTENBHBIM COOBITUEM B HAYYHOM
MOHUMAHUU OO0JIE3HU, TOCKOJBKY OHO YKa3bIBajJo Ha Kiacc (THM) TOKCHMHOB
OKpY’KarolIel cpefibl, KOTOPbIE MOTYT ObITh BaXKHBI MPU CIOPATUYECKUX CIydasx
3a0oneBanusax. Xotrss MOTII mopoaun pa3paboTKy BOCHPOU3BOAUMBIX MOJAENEH
MAPKMHCOHM3MA Yy MHOTHX BHJOB JKMBOTHBIX, €r0 pOJIb Yy YEJIOBEKa
OTPaHUYMBAETCS  HAOJIOJICHHEM  pa3BUTUS  3a00JIeBaHUST Yy  HApKOMAaHOB.
WNuTtpurytomye WCCIeOBaHUS TOATBEPAWIM, YTO HEKOTOpPbIE MECTUIIUIBI
(HampuMep, MapakBaT, POTEHOH) TaKXKE€ MOTYT BOCCO3/1aBaTh MApPKUHCOHU3M Y
KUBOTHBIX, HO HMX pOJb B 3a00J€BaHWM 4YEJIOBEKA JI0 CHUX TMOp OCTaeTCs
HEONPEEIICHHOM.

ONUAEMUOIOTUYECKUE HCCIECIOBAHMUS IOKA3bIBAIOT, YTO BO3JCHCTBUE
METAJUIOB OKpYXalolleld Ccpelabl WM OPraHUYeCKUX TOKCMHOB MOXET OBITh
CBSI3aHO C TOBBITIICHHBIM pucKOoM pasutusi Bl miam Gonee paHHMM BO3pacToMm
Havyana 3abosieBaHus. KoHTponupyeMmble HCCIEAOBAHHUS TOKa3aid, YTO PHUCK

pazButus BIl moBbiieH y Jmil, KOTOpble paboOTaaud B CEIbCKOXO3SWCTBEHHOU
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MIPOMBIIIJICHHOCTH, MOABEPraJIuCh BO3ACHCTBUIO MECTULIUIOB W/UIN TepOUIUIO0B
WIN TOJIyYWJIM CEPhE3HYIO TPaBMy TOJIOBBL. Bompoc o Tom, mpenpacnosiaraer jau
BO3/CIICTBHE CBapOYHbIX paboT K Oojee paHHeMy pas3BuTuio bII, Bo3Mo)HO, B
pe3ynbTaTe OTPaBICHUSA MAapraHIEM, SIBJIIETCS CIIOPHBIM.

C npyroii cropossl, puck pa3zButus bIl, mo-BuagumMomy, HHXKE y Te€X, KTO
YHOTPEONSIET B MUILY NMPOAYKTHI C BBICOKMM COJEPKAHHEM AaHTUOKCHUIAHTOB, a
TaKkKe Yy TeX, KTo ymnoTpebmser kodeuH wu/mnnm KypuT. OJHAKO HAYyYHBIX
JIOKa3aTEIbCTB 3TOMY JO CUX IOP HE MOJIYYEHO.

Xorsa BII m oHKONOrMS SBISAIOTCS ABYMS DPa3iW4HBIMA [0 IATOICHE3Y
3a00JIEBaHUSIMU, KOTOpBIE SBIIIIOTCA PE3YJIBTATOM JIMOO JereHepaunuu, Iudo
ype3MepHOM  mpoiudepalnuy,  COOTBETCTBEHHO.  Hekoropble — HenaBHHE
MCCJIEI0BaHMS MIPEIOCTABUIIN JTOKa3aTelIbcTBa TOro, 4ro, xotd bII obecreunBaer
ONpENENECHHBIA THUN  OMOJOTMYECKOW 3aluThl OT OOJBIIMHCTBA BHJIOB
OHKOJIOTHYECKHX 3a00JIeBaHMH (paka), O0JIE3Hb MOBBIIIACT PUCK PA3BUTHS APYTUX
BUJOB paKa, TAKMX Kak MenaHoma. BzammocBsasp Mexnay bII u menanomoin
M3y4aercs, 0OJIHaKo 0oJiee BBICOKAsl 4aCTOTa MEJIaHOMBI, I0-BUJTUMOMY, HE CBSI3aHA
c mpenapatamu. Bo3M0>XHO, 4TO BBICOKHE KOHIIEHTpAalMH anb(a-CUHyKICHHA B
KOXK€ ManueHToB ¢ BII MOryT yBeIWYUTh PUCK pa3BUTUS MEJIAHOMBI 3a CUET
WHTHOWPOBAHUS TUPO3HHTUApPOKcHIassl (tyrosine hydroxylase), odmero dhepmenrta
st fopaMUHA U MEJTaHWHA, WIIA KaKUM-TTMOO APYTUM MEXAHH3MOM.

IHecTuuuabl ¥ ynorpedjeHue KOJI01e3HOM BO/IbI

IIpennmonaraercsa, 4To BO3JCHCTBHE JKOJOTHMYECKHM 3HAYUMBIX YPOBHEH
MECTULIMAOB CBSI3aHO C TOBBIIICHHBIM PHUCKOM HEBPOJOTHMYECKHUX PACCTPOICTB,
takux Kak bIl. MccaenoBanus mokas3anu, YTO BO3ACUCTBUE MIECTULIMIOB, CBA3aHO C
MOBBINNIEHHBIM pUcKOM pa3Butus bIl, ¢ koaddunmentom Bepostaoctu 4,17 (95%
noBepuTeNbHbIN uHTepBai [JN]: 1,15-15,6); oqHaKo 3TH MECTUIUABI HE TaK JETKO
oOHapyXMBalOTCAd B TOJ3EMHBIX BOJAaxX M3-3a CpoAcTBa K mouse. [[pyrue
HCCIICIOBaHUST OBLIM COCPEAOTOYEHbI Ha TECTUIIMAAX, KOTOPhIE 4Yallle BCEro
CBSI3aHbI C 3arpsI3HEHUEM MOJI3EMHBIX BOJ U MOTEHIMAIBHBIM BO3/ICHCTBUEM YEpPE3
MUATHEBYIO BOAY, BKJIIOYAash BOJIOPACTBOPUMBIE TEpOUIIUJIBI, TaKWE Kak aTpa3uH
(atrazine), KOTOPBIi CBS3BIBAIOT C MOBBIIICHHBIM prcKoM pasutus BII, 2,5 (95%
. 1,3-45) u 1,8 (95% JU: 1,0-3,3). U maned, u mapakBaT ObUIH
UJICHTU(PUIIMPOBAHBI KaK HEHPOTOKCHUYHBIE COCIMHEHUS; OJHAKO 00a MEeCTUIUA
JIETKO CBSI3BIBAIOTCSI C YACTUI[AMHU MOYBBI, HE MMOJBWKHBI B HEW U HE MPEJICTABIISIOT
3HAYUTEIBLHOM yTrpo3bl IS TOA3EMHBIX BOJI. YUUTHIBAs 3TO, HEJlaBHEE BHUMAHUE K
BOJIOPACTBOPUMBIM TepOUIIHIaM, TAKUM KaK aTpa3wH, CTAJ0 Ba)KHBIM MPU OIICHKE
BO3/ICIICTBUSI IECTUIINAJIOB HA OKPYKAIOIIYIO CpEelLy CPEAU HACETEHUS B IIEJIOM.

37



Bbeun npeiokeHsl ciuenyonme OMoJI0THIeCKre MEXaHN3Mbl TOKCHYECKOTO
JNEUCTBUA  TECTUIMAOB B OTHOIIEHHMH  HEHPOHOB.  WMHTMOMpPOBaHUE
aNbJCTUICTUIPOTEHA3bl, Y4YacTBYIOIIEM B MeTa0oiu3Me KCEHOOMOTHKOB,
YyepelloBaHue KaTa0OJMYECKUX IyTell JgomamMuHa W YpPOBHEH TIJIyTaTHOHA, M
nogamMuHeprudecKkas HEMPOTOKCUYHOCTh, MHUITMUPYEMasi CHIDKCHHEM TodaMuHa
CTpUaTymMa IIOCJIE€ BO3JICHUCTBUS aTpa3uHa, KOTOPBIA MOXET BIHATH Ha
BE3UKYJISIPHBIA U CHHANITOCOMHBIH 3axBaT. Kpome Toro, moaumoppusM HEKOTOPBIX
reHoB, Bkiodass AT®-ces3wBarommii P-rmukonporenn 1 (cassette sub-family B
member 1 (ABCB1)), unu 6eok MHOKECTBEHHOM JIEKApCTBEHHOW YCTOWYHMBOCTH
1 (memOpaHHBIM Oe€NOK, THMKOMPOTEUH U3 cemeiictBa ABC-mepeHOoCUYHKOoB),
riyratnoH-S-tpancdepasa P 1 (glutation S-transferase pi 1) (mpeacrasisier coboi
dbepmeHT, KoTOphIH y mojed komupyercs renom GSTP1 (GSTP1-Alw261)),
CHIBOPOTOYHAs IMapaoKCOHa3a W apwidcrepa3a 1 (Serum paraoxonase and
arylesterase 1) (Takxe u3BecTHast Kak A-3cTepas3a, FOMOIMCTEMHTHOIAKTOHA3a UITH
ChIBOpOTOYHas apunguankuwidocdaraza 1, mnpenacrabisier coboi  pepmeHT,
KOTOPBIN y uenoBeka kogupyercss reHoMm PON1) nocne Bo3neicTBUsS NECTULIAIOB
MOTYT YBEJIMUMUBATh PUCK pa3ButHs bII.

HccnenoBannsi Ha KMBOTHBIX MOKA3aJiM, YTO aTPa3uH CHHXKAET YPOBEHBb
nodaMrHa B TKaHSX, MPEMATCTBYS HAKOIUICHWIO BE3UKYJ W/WIU MOTJIOIICHUIO
nodaMrHa KJIETKaMHU.

UccnenoBanrie Ha  OONBIION  MONYMSALMM C  yY4ETOM  BO3pACTa,
pPachl/3THUYECKOW MNPUHAIEKHOCTH M MOJa BBISIBUWIO TOJOKUTEIBHYIO CBSI3b
Mexy pasButuem BII u onpeneneHHbIM COlepKaHUEM MTECTUIUAOB B MOA3EMHBIX
Bojax. [IpocTpaHcTBEeHHOE pacnpenesieHne U3MEPEHHBIX YPOBHEW MECTUIUMIOB B
MOA3EMHBIX BOJAX OTIWYAETCd TEM, 4YTO paloOHbl NPEUMYIIECTBEHHO
CEJIBCKOXO3SIICTBEHHOTO 3€MJICTIONB30BAHUSI MMEIOT CaMble BBICOKHE YPOBHU
MEeCTUIMAOB. YuuThiBas, 4yTo Ha Kaxaele 0,01 Mr/a yBenuueHusl coaepkaHus
MEeCTUIIMAOB B MOA3EMHBIX BoAax puck passutus bll yBenuuuBaercs Ha 3%, T0 y
HaceJICHUs, TPOXKUBAIOIIETO B palloHax ¢ HauOOJBIIMM  COAEpKaHUEM
MECTULMAOB, pUcK yBenuuuaercs Ha 200%.

Taxke naHHBIC, TOJYYCHHBIC Ha OOJBIION KOTOPTE, CBHUIETEILCTBYIOT O
3HAYUTEIBHON CBSI3U MEXKAY IPOTHO3UPYEMBIM BO3ACHCTBHEM, OIpPEAECIIEMbIM
MECTOM >KHUTEIbCTBa CyOBbekTa, U BIl co craTucTuecku 3HaUMMOMN 3aBUCUMOCTBIO
«o3a—a¢pdexT». BpBOAB HENABHUX HCCIEAOBAaHUN CBA3aIM  IOKA3aTesu
MPUMEHEHUS IECTULIUJOB B paillOHAX CEIbCKOXO3SIICTBEHHOTO 3€MJICTIOIb30BAHUS
1 MECTOIOJIOKEHHEM >KHMJIBIX MTOMEIIEHUH JJIs1 OLICHKH BO3AeiicTBUA 3a 20-1eTHUH
nepuon. Pe3ynmpTaThl TOKazamu, YTO CKBAXWHBI, KOTOpPbIE C  OOJBIION
BEPOSITHOCTHIO OBUTH 3arpsi3HEHBI MECTULIUAMU, ObUTH CBSA3aHBI C 00JI€€ BHICOKUM
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puckoM pa3Butus bIl w 4YTto OOJbIIEe KOIUYECTBO TIECTHUIUAOB TaKKe
YBEJIMYUBAIIO PUCK.

[Ipy  wW3ydYeHUM  HACEJICHMS, IMPOKMUBAKIIETO B  OCHOBHOM B
CEJIbCKOXO3SIMCTBEHHBIX PErHMOHax, ObUIO YCTAHOBJIEHO, YTO mManueHTtbl ¢ BII c
OoJbIIel BEPOSATHOCTHIO OBLIM CETbCKOXO3AMCTBEHHBIMU pAaOOTHUKAMHU, HO
JETCTBO, TIPOBEACHHOE Ha (Qepme, HE BIMUIO Ha puck pasButus bIl. Ot
WCCIICIOBAHNS TOATBEPXKAAIOT TEOPUIOD O TOM, YTO CEIbCKas XU3Hb W
CEJIbCKOXO3SUCTBEHHAsT paboTa sSBIsoTCs (akropamu pucka passutus BII. Ilpu
ATOM pAJl JaHHBIX TOBOPUT O TOM, YTO PACIIPOCTPAHEHHOCTH U 3a00seBaeMocTh b1
B TOPOJCKUX OKpyrax ObUIM BBIIIE, YEM B CEJIbCKOM MECTHOCTHU, YTO AaBTOPHI
OOBSACHSIOT HM3MEHYMBOCTBIO  OMNpPENCICHHUS  ‘CelIbCKasl MECTHOCTh  HM3-3a
SKOHOMMYECKHUX U AEMOTPpaPUUIECKUX XapaKTEPUCTHUK.

Takxke K OrpaHHYECHUSM WCCIECAOBAHUM OTHOCHUTCS AaHAIU3 TOJIBKO
BOJIOPACTBOPUMBIX MECTULIHIOB, MOCKOJIbKY OHHU MPEACTABISIIOT 3HAYUTEIbHBIN
PHUCK JIJI1 TOA3EMHBIX BOJI B CBA3U C UX IMOJBUKHOCTBIO B IOYTE U PACTBOPUMOCTH
B Bojae. Jlpyrue mnecTtuumabl ropaszio MEHee IOABMXKHBI B IIOYBE U HE
MPEACTABIIAIOT 3HAUUTEIBHOTO PUCKA 3arPSI3HEHUS TPYHTOBBIX BOJ.

Bo3snelicTBre necTUIUAOB HA UHAMBUAYAIbHOM YPOBHE JIOJKHO OLICHUBATh
BHYTPEHHIOIO 7103y, 4 HE HOCUTb TOJBKO DKOJIOTMUECKHW Xapaktep. Cuuraercs,
YTO OLEHKHA 3KOJOTHYECKOTO BO3ACHUCTBUA MOTYT MPUBECTH K HEMPABUIBHOU
KJIacCu(pUKAllUM BO3JCHUCTBUS U MCKAKEHUIO CTAaTUCTUYECKUX PE3YyJbTaTOB.
HeoOxonumel ganpHEHIIMe UCCIeN0BaHUs, KOTOPhIE OLICHUBAIOT BO3JCHCTBHE Ha
WHJIUBUAYAJIbHOM yPOBHE WIH HWHJIWBUAYAJIbHYI0 BHYTPEHHIOO JI03y C
MCIIOJIb30BAaHUEM JJa0OPATOPHBIX U MHCTPYMEHTAIBHBIX OMOMapKEPOB.

TpaBma roJioBbI

OObenHEHHBIE JaHHBIE OOCEPBAIMOHHOTO HCCIIEIOBAHUS IMPEAINoIaraior,
YTO TpaBMa TOJIOBBI SIBIISIETCSI BTOPOCTENEHHBIM, HO 3HAYUTEIHHBIM (HAKTOPOM
pucka pazsutusi BIl. TlosiBnsiercst Bce OoJibliie CBUAETEIBCTB TOTO, YTO JIFO/M,
KOTOpBIE€ MEPEHECIIN MOBTOPHBIE TPAaBMbI I'OJIOBbI, OCOOEHHO CIIOPTCMEHBI, TAKUE
Kak OOKCephl, KOKEH, UTPOKU aMepukaHCKoro ¢ytdona u perdu, MoABEp KEHbI
PUCKY DPa3BUTHS LIEJOrO psAa JEreHEepaTHUBHBIX HEBPOJOTHYECKHUX IMPOSIBICHUH,
BKJIIOYasi MApKUHCOHU3M, NEMEHIMI0 U OOJIe3Hb JBUTATEIBLHOTO HEHpOHA, XOTS
oOcneoBaHUE ATUX CYOBEKTOB, KaK TMPABWIO, BBIABISET aJbTEPHATUBHYIO
MaTOJIOTHIO, YeM Ta, KOTopas 00bIyHO accouuupyercs ¢ bI1.
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Bo3neiicTBue Apyrux BemecTs

B otnuume oT Apyrux pacnpoCTpaHEHHBIX XPOHUYECKHX 3a00JIeBaHUIA,
CYILIECTBYET DS MHTPUTYIOUIUX, HO HETATUBHBIX acCOLMAlMi (OTpHIaTeIbHAS
koppensiuus) ¢ bII u dakropamu oOpaza *KuU3HH, TAKUMHU Kak KypeHue, KoheruH u
ankoronb. Kpome TOro, cymecTtByeT psja JIEKapcTB, g KOTOPHIX B
00CEepBAIIMOHHBIX HCCIIEJOBAHUSX COOOIAIOCh O HETaTUBHBIX aCCOLMAIUAX
(otpuniarenbHasi koppeunsiusi) ¢ BII, Bkiatouast 0J10KaTOphl KAJIbIIMEBBIX KaHAJIOB,
HIIBC u cratunsl. B HacTosiiee BpeMs HEKOTOpPbIE M3 HUX SIBIIAIOTCS LEHTPOM
BHUMaHUA KJIMHUYECKUX MCCIEAOBAaHUM, HW3Y4YalOUIMX UX MNOTEHIMAIbHOE
npumeHnenue npu bIl.

Takke KIMHUYECKHME HCCIEeNOBaHUS KodewHa JUisi JICYEHHUS Ype3MEpHOM
JHEBHON cOHJAMBOCTU mpu bBII BbIIBMIM yiydylleHHE ABUTATEIbHON (YyHKUUU
ucneityeMblx. Ha Mopemnsix BII y nabopaTOpHBIX >KMBOTHBIX, OBLIM IOKa3aHbI
3aIUTHBIE 3P(EKTHl HUKOTUHA TPU MOBPEXKICHUN HUTPOCTPUATYMA.

CymiecTByer emie OJHA OTpULIATENIbHAS KOPPEISLUMOHHAS CBSI3b MEXAY
YPOBHSIMM MO4YE€BHHBI B ChIBOPOTKE KpoBHM M bBII, mpuuem psin uccrnenoBaHuii
JEMOHCTpUpYeT "3amuTHBIA" 3(PGEeKT BBHICOKOTO YpOBHS MoueBHHBL. (Camoe
IIOCJIEIHEE W3 JTHX HCCIEAOBaHUM SBISIETCA INPHUMEPOM  MEHJIEIEBCKON
pangommzanuu (MR,  Mendelian  randomisation),  koTopas  sIBIsieTCA
yOeIUTENbHBIM METO/IOM OIIEHKH CIy4alHBIX CBSI3€M MeX1y (hakTopaMu pUCKa U
3a0oneBanneM. bpimo  mokazano, uro cratryc reHa SLC2A9  (ero
OJIHOHYKJICOTUJIHbIE TMOJUMOPPU3MBI  OOBICHSAIOT MPONOPLUIO TEHETHUYECKU
OOYCIJIOBIICHHOW W3MCHYMBOCTH YPOBHS MOYEBHHBI B CBHIBOPOTKE KPOBHU) OBLI
CBSI3aH C TMOBBIIIEHHBIM COJEpKaHUEM MOYEBUHBI B CHIBOPOTKE KPOBHU U C OoJjee
MEJJICHHBIM TpOrpeccupoBaHueM 3aboseBaHus Ha paHHUX craausx bII. Psn
UCCJIEOBATENel  pAacCMATPUBAKOT  TEPANEBTHUYECKYH0 MOIYJLMIO  yPOBHEH
MOYEBUHBI BECbMa TMEPCIHEKTUBHON MUIIEHBbIO (LENIbI0) IS KIMHUYECKHX
WCTIBITAHUM.

Pactymass  HayyHO-HMCClIeOBaTeNbCKass  AKTUBHOCTh B HM3YYECHHH
B3aMMOCBS3M MEXIy TI'€HaMHM U OKpYyXKarolled cpenoil Oyner cnocoOCTBOBaTh
Jy4dlIeMy IOHMMaHUIO IPUYMHHO-CIEeACTBEHHBbIX cBs3ed bII. Ilpm stom crout
YYHUTHIBATH (& ATO KacaeTcss MHOTHUX 3a00JeBaHuii), yTo oOmas kapTuHa pucka bIl
OCTaeTCs HEIMOJHOW M3-3a OYEBUAHOW M CYIIECTBEHHOM CIIyYaHHOCTH €ro
BO3HMKHOBEHUS, HAJIM4YMsI CKPBITBIX (PAKTOPOB pHUCKAa JUMOO HU3-32 PEAKOCTH,
MMOBCEMECTHOCTH WJIM TIJIOXOW WX OLIEHKH, MO0 M3-3a TOro ¢akrta, 4To OOJIEC3Hb,
KaK MpaBuio, MOPAXKAET JIOJEH C YMEPEHHBIM PUCKOM, MPOCTO MOTOMY, YTO TEX,
KTO MOJBEprarTcs "HauOoIbIIEMy PUCKY" TOpa3a0 MEHbIIIE.
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HeilipoBocnajimnrebHas 0CHOBA HelipoaereHepauuu npu bII

HeilipoBocnasieHne  sBIeTcs OOIIeM dYepTod  HeMpojereHepaTHBHBIX
3a00eBaHUM, XapakTepusylolleecs aKTHUBallMed MUKPOIJIMU, MOBBIIICHHBIM
YPOBHEM  BOCHAJIUTEIBHBIX  IIUTOKMHOB W  CHM)XEHHBIM  KOJUYECTBOM
IIPOTUBOBOCTIAJIUTEIBHBIX MOJEKYJ. OTa aKTHUBALMS BBI3BIBAET JOMNOJHUTEIBHOE
NOBPEXKACHUE TOPAMHUHEPIHUECKUX HEHPOHOB M  MOXET TMPUBECTH K
XPOHMYECKOMY BOCHAJICHUIO. PsAn wumccinepgoBarened cuMTaeT, 4Yro y psAga
naieHToB ¢ BIl mpuumHO#i pa3Butus 3a0o0iieBaHUs TMOCTYKWiIa HWHOEKIHS B
IPOLUIOM, KOTOpasi 3almycTuiia MPOIECC HeWpoBOCHAIeHUsI B 0a3ajbHBIX sIpax ¢
MOCJIEYIONIMM  pa3BUTUEM U30UpaTENbHOM, JIOKAIBHOW HeHpojereHepaluu.
I'unote3a «aBoitHOTO ynapa» stuomnaroreHe3a bII, chopmupoBannas Braak H.,
TOBOPUT O BO3MOKHOM posin MH(pEeKIMOoHHOro arentra B pa3sutuu BII. CormacHo
ATOM TUIIOTE3€E, CYIIECTBYET HEKUM HEUPOTPOIIHBIA NTATOT€H, KOTOPBIM MOIAaJaeT B
HEPBHYIO CHUCTEMY 4epe3 CIU3UCTYI0 HOCOBOW MOJIOCTH (4epe3 OOOHSATENbHbIN
MyTh) W/WIM CIW3UCTYI0 KHUIIICUYHHMKA (4Yepe3 KUIICYHbIE CIUJIETCHUS U
IPETAaHTJIMOHAPHBIE BOJIOKHA OJYXJAIOIIEro HepBa), B KOHLE KOHIIOB,
INPUBOSIIMA K KacKaly HEHWPOBOCHAIUTEIBHBIX W HEHPOJEreHEPATHUBHBIX
MPOLIECCOB B KOMITAKTHOM 4acTH 4€PHON CyOCTaHIIUH.

AnprepraruBHo Skinner Obuta mpeioskeHa Teopus “Oeit m Oerw” “hit and
run”, B KOTopoii 0osblas poJib B pa3BUTUH bII Takke OTBOAUTCS BUPYCHBIM W/WIIH
OakTepuanbHbIM MH(pEKIUsAM. J[aHHAs Teopusi, TOBOPUT O TOM, YTO HH(DEKIuS,
IIOIIaB B OPTraHM3M, 3aIlyCKaeT MPOLECC HEUPOBOCTIAIIEHUS U HEUPOAETEeHEPALUU —
tTak HaspiBaeMblii ymap (hit), mpu 3TOM mNOAAEpP)KUBAHUE M YCYT'YOJICHHE 3THX
MPOLIECCOB OCYIIECTBIISIETCS 1aXKe MOCIIE YTMMUHAIMKN WH()EKIIMOHHOTO areHTa u3
opraHusMa — TakK Ha3bIBaeMbIii mooer (run).

HelipoBocniasieHne paHee 4acTO pacCMaTPUBAIOCH TOJIBKO KAaK PEaKIUs Ha
YK€ HMEINIYICS  HeWpoJereHepanuoo. boimee mo3nHME  UCCIIEIOBaHUS
MOKa3bIBAlOT, YTO HEHpOBOCHAJIEHHWE MOXET ObITh  3HAYUTENbHBIM U
CYIIECTBEHHBIM (DaKTOPOM, CIOCOOCTBYIOIIMM arperanuu aibha-CUHYKIEUHA U
HEUPOJCTECHEPATUBHOMY  IIPOLECCY, a DJIUIEMHOJOIMYECKUE UCCIEAOBaHUsA
MPEIOCTaBUIIN JI0KA3aTEeIbCTBA CBS3M MEXAY 3a00JIeBaHUSAMH C MEpUPEPUIECKUM
BOCHaJICHUEM (HampuMep, 1uabeToM 2 Tula U BOCHAJIUTEIbHBIMU 3a00JI€BaHUSIMU
KUIIIEYHUKA) W TOBBIIIEHHBIM puckoM pa3Butus bII. ['enetnueckue uccienoBanus
TaK)Ke CBs3bIBal0 BapuaHThl (pa3nuusblie (enotunsl) rena HLA ¢ puckom
pa3utus bll ¢ mo3gHMM Havanom.
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buoxumus BII

Hayunble 3HaHuUSt 0 HeWpoTpaHCMUTTEpax Oa3albHBIX fAJep U JEHCTBUIO
(dapMakojoruyeckux cpeactB ObicTpo pacteT. Kpome nodammna cyiiecTByer
MHOXXECTBO  JIpYTUX  HeHpoTpaHcMuTTepoB  (miytamar, riunuH, [AMK,
acllaparuHar, aJpeHajauH, HOpaJApEeHaIUuH, CEPOTOHUH, THCTAMUH, AllETWIXOJIUH U
ApPYTUE), KOTOPBIE HIPAIOT OMPEACICHHYIO POJb B MOTOPHBIX M HEMOTOPHBIX
byakmusax. Ilpu 5TOM HEYKIOHHO paciIUpsieTcss CHEKTP MPAKTHUECKOTro
UCIIONIb30BaHUsl (PYHIAMEHTAIBHBIX HAyYHBIX 3HAaHUM B OOJACTH MPUKIIATHOTO
U3YYEHHUs] TATOJIOTMYECKOrO Tpoliecca, HEHpOBU3yaln3alMd M Tepanuu. Tak
U3BECTHO, YTO KaT€XOJaMHHbl W aMHHOKHUCIOTHBIE HEUPOTPAHCMHUTTEPHI
COCYHIECTBYIOT € TNEeNTHAaMH. ITO  COCYIIECTBOBaHHE  0O0yCJIaBIMBAET
TUCTOIATOJIOTHYECKYI0 TU(DPEPEHIUPOBKY CPEAN CPEIHUX IIUIUKOBBIX HEHPOHOB
moJiocaToro Tena, koropeie cekpetupyror 'AMK (ITAMKepruueckue HEWpOHBI), U
JOTOJTHUTENBHO OOBACHSIET CHeUU(PUUECKYI0 MPUPOLY M MPOrpecCUpPOBAHUE
HelpojereHepau B obnactu OazaibHbIX siiep. COBPEMEHHBIM TEXHOJIOTUSM
HEHpOBU3yalIM3allMil MOCIOCOOCTBOBANA pa3paboTka paguodapManeBTUUECKUX
murangoB (pharmaceutical ligands) ¢ Takumu muckperHeiMu MutieHsmu (discrete
targets), kak mepeHOCYMK JgopaMHHA HAa MPECHHANTHYCCKOM J0(aMHHOBOM
HEWpOHE U CyOmnomyssiuu J0()aMHHOBBIX PELENTOPOB HAa MOCTCUMHANTHYECKOM
HelipoHne. PapManeBTUYECKas IPOMBIIUIEHHOCTh UIIET CIIOCOOBI ISl 00ecredeHust
OoJiee I1ieJIeHaNpaBlIeHHON M OoJsiee (DU3MOJIOTMUHON CTHUMYJSIMK PELENTOPOB
HEUPOTPAHCMUTTEPOB U PACIIUPSET CBOU UCCIIETOBAHUSA OT IEPBUYHBIX MULIEHEN
710 MTOAXOA0B, KOTOPBIE MOT'YT U3MEHSTh YyBCTBUTEIBHOCTh IEPBUYHBIX MUILICHEM.

['myramar wucnonb3yercs B OOJBIIMHCTBE BO30YKIAIOUIMX CHHAICOB
0a3abHBIX S7€p M UX COENMHEHUH, B TOM YHCIE OT KOpBI TOJOBHOIO MO3ra Jio
nonocaroro tena, or CTA no BHyTpeHHero cermenTta BIII n TanaMoOKOpTUKaIBHBIX
npoekumii. IIpoeknuu OT 1OJIOCATOro Tejla K BHENIHEMY W BHYTPEHHEMY
cermenTaMm blII, ot BHemHero cermenra bIIl x CTS n oT BHyTpeHHEr0 cermeHTa
BII x Tamamycy SBISAIOTCA TOPMO3HBIMM U ucnosb3ytor ['AMK. Cpennue
munukoBele  ['’AMKepruueckre HEMpOHBI MOPSIMOTO MNYTH  OJHOBPEMEHHO
ucnoib3ytoT BemiectBo P u quropdun (dynorphin). TAMKepruueckue HeHpOHBI
HENpsIMOro MyTH coaepxar oHHKedanuH. JlobamMuH sBIS€TCS OCHOBHBIM
HEUpOMEINAaTOPOM B HUTPOCTpHUApHON J0(PaMHUHOBOM CHCTEME;, OH oOjagaeT
BO30Y)XIAIOIIMM WM UHTHOUPYIONIMM JEHCTBUEM B 3aBUCUMOCTH OT CBOICTB
CTUMYJIMPYEMOTO  perenTtopa. ALETUIXOJIUH  COACPKUTCA B OOJBIIUX
OCCIIMITMKOBBIX BCTABOYHBIX CTpHApHBIX Hewponax (large aspiny striatal
interneurons) u IS (meayukymomonTHHHBIE siapa, pedunculopontine nuclei).
Hopanunedpumn, BAXKHBIN IS BEr€TaTUBHOU HEPBHOU CHUCTEMBI,

CKOHIIEHTPUPOBAH B JaTePabHON TOKPBIINIKE M TOoayOom misaTHe. CepoTOHHH
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COAEPKUTCS B AOPCAIBHOM SIAPE IIBa CTBOJIA TOJIOBHOTO MO3ra, THIIIOKAMIIE,
MO3KE€UKE U CIUHHOM MO3T€.

Jns  Kaxaoro M3 3TUX HEUPOTPAHCMUTTEPOB MOXKET CYIIECTBOBATH
HECKOJIBKO THUIIOB PELENTOPOB. [ JlyTaMaT akTUBEH B OTHOIIEHUU PSAAa PELENTOPOB
JUTAHJ-3aBUCUMbBIX HMOHHBIX KaHAJIOB, HA3BAaHHBIX B YECTh HUX CEJIEKTUBHBIX
aronnctoB: H-metwmn-Jl-acmaprata (HMJIA) (N-methyl-d-aspartate (NMDA)),
anb(a-aMUHO-3-THIPOKCU-5-METUI-4-N30KCca30ImponnoHOBON KUCIOTH (AMIIK)
(a-amino-3-hydroxy-5-methyl-4-isoxazole propionic acid (AMPA)) u kawnara
(kainate). Pementop HMJIA Obul B IieHTpe 0COOOr0 BHUMAHHUS H3-3a €rO
NOTEHUUAIBHOW pOJIM B  JKCAWUTOTOKCHYECKOM MOBPEXKICHUM  HEHUPOHOB.
Cy1iecTByIOT Takke MeTa0OTpOIHbIE IIIyTaMaTHbIe perenTophl. CyllecTByeT ABa
kinacca TAMK-penenropo: TAMK, u TAMKg (GABAA and GABAg). TAMK,4-
peLenTopsl MPEeACTaBISAIOT COOON JIMTAaH 1-3aBUCUMBIC XJIOPHBIE KaHAJIBI U UMEIOT
MHOkecTBO  moATunoB. ['AMKB-penentop  siBasieTcss ~ MeTaOOTPONHBIM
peuentopoM. beuto uaentuduuupoBano niaTh THUnoB (ot D1 mgo DS5) u naBa
cemeirictea (D1 u D2) nodamunoBbix penentopoB. CemeiicTBo penentopoB D1
3aBUCHUT OT aJICHWJIATHHKIA3bl U cojiepxkuT noAaTunsl D1 u DS. Peuentopsr DI
IPEJICTABJICHBl B OCHOBHOM B IIPSIMOM IIyTH, KOpPE€ TOJIOBHOIO MO3ra H
nuMOuueckoit cucreme. Penentopel D2 pacmosioxkeHbl TJIaBHBIM 00pa3oM B
HEIMpsIMOM MYTH, KOpPE TOJIOBHOTO MO3ra M JUMOMYECKON CHCTEME, a TaKKe B
runoguze. CymiecTByeT JBa CEeMEHCTBA  allETHIIXOJIMHOBBIX  PELENTOPOB:
HUKOTHHOBBIE U MYCKAapUHOBbIE. MYCKapHHOBBIE PELENTOPHI JEIATCS Ha JBa
MOATUINIA HUKOTUHOBBIX W MATh MOJATUIIOB MYCKAPUHOBBIX PELENTOPOB.
BOoNbIIMHCTBO ~ CTpHApHBIX  XOJUHEPTHYECKHX  PEUENTOPOB  SIBISIOTCA
MYCKapHHOBBIMHU. B cucteme HOpamMHEPpHUHA €CTh IBE€ OCHOBHBIE PEIEIITOPHBIE
cucteMbl, o U [. CylIecTByeT MHOXECTBO Pa3IUYHBIX MOATUIIOB PEIETITOPOB
CEepOTOHMHA, BKJIIOUas perenTopsl, cBsizanHbie ¢ G-0enkom B SHT1, SHT2, SHT4,
SHTS, SHT6 u SHT7 cemeiictBax u SHT3 nurana-3aBUCUMBIX MOHHBIX KaHAJIOB.
PenenTopsl angeHo3nHa A2A pacnonararoTcs €O CTPHAPHBIMH PELENTOpaMu
nodpamuna D, na TAMKeprudyeckux cpeaHHX NIMIUKOBBIX HEWPOHAX, KOTOPHIE
MPOCHHUPYIOTCA Yepe3 HENPSAMOM CTPUONAJUIMAAPHBIA NyTh K HApPYKHOMY
cermeHTy bIII. JlekapcTBeHHBIE mNpenaparbl, HALEICHHBIE HA OIPEIACICHHBIC
CyOnoOmyJIAIMKA PEIENTOPOB, YK€ HCIONB3YIOTCA B KIMHUYECKON MpPaKTHUKE U
MPOIOJIKAIOT pa3padaTeiBaThCA (apMalleBTUYECCKUMU KOMITAHUSIMU JIJIs JICYEHUS
JIBUTATEIbHBIX  paccTpoucTB. OpHAKo, TMO-TIPEKHEMY B MHPE HUMEETCS
HEAOCTATOYHBIM YpPOBEHb 3HAHWM, O JOCTOBEPHOW KIMHUYECKOM IIOJIB3€
cnenuUIeCcKnX arOHUCTOB U AHTAarOHHUCTOB PEIEITOPOB.
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MexaHu3Mbl HelipoaereHepanun

MHuorue 13 HelpoaereHepaTUBHBIX JBUTATEbHBIX PACCTPOMCTB 00J1a1al0T
oOlIMM  CBOMCTBOM TOBPEXKACHUS HEUPOHOB, BBI3BAHHOTO HAKOIUICHHEM
NaTOJIOTUYECKUX OEJIKOB, KOTOPbIE OKAa3bIBAIOT TOKCHYECKOoe nercTBue. YToObI
0eJIOK HOpMaJIbHO (hYHKIIMOHUPOBAJI, OH JIOJDKEH OBITH MPaBUJILHO CHHTE3UPOBAH
U CBEPHYT B CBOI0O HOPMAJIBHYIO TPEXMEPHYIO CTPYKTYpy. CHUHTE3UPYIOMIMUMCS
OelkaM TIOMOTAIOT CBOpPAYMBATBCS MOJICKYJBl IIANEpoHOB. benmku, KoTopble
HEMPAaBWIBLHO CBEPHYTHI, MHBIM OOpa30M MOBPEXKICHBI WU CPOK HX CIYKObI
UCTEK, pa3pyIIaloTCs C TOMOIIBI0 YOUKBUTHH-3aBUCUMOM MPOTEACOMHONU CUCTEMBbI
nerpananuu 6eiakoB (ubiquitin-dependent proteasome protein degradation system).
B yOMKBUTHH-3aBUCMMON MPOTEACOMHOM CHCTEME JIeTrpajupyloume Oenku
CHayajga TIOMEYAIOTCS TyTeM TMPUCOEAUHEHUS] TOJUYOUKBUTUHOBOU IIEMHU
(polyubiquitin chain). DToT Tpex3TamHbIiA MPOIECC BKIIIOYAST ATAIbl aKTUBAIUH,
KOHBIOTALMU U JUTUPOBAHUS, KaTalu3upyeMble TpeMs Tunamu gpepmentoB — E1,
E2 u E3 coorBercTtBeHHO. [lonnyOUKBUTHHOBBIN O€lOK BXOAUT B 26S
MpOTEacoMy, UWJIMHJIPUYECKUN KOMIUIEKC MnenTuaa3. KOHEUHbIMH MpOAyKTaMu
JICUCTBUSA TPOTEACOM SIBIISIIOTCS (parMeHThl Oellka U TMOJMYOMKBUTHH. 3aTeM
MOJIMYOMKBUTHH Pa3pyLIAETCs U PEUUPKYIUPYET B KICTOUHBIN Myl YOUKBUTHHA,
nporiecc, TpeOyronmi (dhepMEeHTaTUBHOTO NEUCTBUS yOUKBUTHH-
KapOOKCUTEPMUHAIILHON TUAPOJa3bI 1.

Kackan matonoruueckux COOBITHM, CBS3BIBAIOIINX aHOMAIBHYIO arperaiuio
Oesika C TUOENbI0 KJIETOK, SBJSETCS MPEIMETOM HHTEHCHUBHOIO HCCIEAOBAHMS.
OTU arperarbl SBIAIOTCS HauOoJsiee 3HAYMMBIMH M3MEHEHHUSIMH B BBDKHBIIHX
KJIETKaX, OJHAKO UX POJIb OCTaeTCs 3arajkoi. Takyke cuuTaercs, 4YTo 00Opa3oBaHUE
arperaToB MOKET OBITh 3aIIUTHBIM MEXaHU3MOM, U30JIUPYIOIINM MaTOJIOTHUECKHM
O€JIOK OT YS3BUMBIX KJIETOUHBIX MpolleccoB. HempaBuiIbHO CBEpHYTHIE OEIKH
MOTYT  TNPUYUHUTH  HAUOOJNBIIMK  Bped, TOCKOJBKY OHHU  00pa3yloT
npotopubpwiel.  IlosiBiseTrcss Bce  OoJbllle  JOKAa3aTeIbCTB  TOrO, 4YTO
MpeABapUTENbHO Cc(OopMUpOBaHHbIE (UOPUILIBI, TOJYYEHHbIE W3 TMOJHOTO H
YCEYEHHOT0 PEKOMOWHAHTHOTO aib(a-CUHYKICHUHA, MPOHUKAIOT B HEHUPOHHBI,
BEpPOSATHO, IYyTEM 3HAOLIMTO3a, U IEUCTBYIOT KaK ‘“‘CeMeHa’’, KOTOPbIE UHAYLUPYIOT
MPEBPAIICHHE PACTBOPUMOTO IHIAOTEHHOTO anb(a-CHHYKICHHA B HEPACTBOPUMBIC
BKJIIOUEHHSI, Tenbla JIeBU, MPUBOSIINE K MPOrPECCUPYIONIEMY PACIIPOCTPAHEHUIO
HelpoiereHepaum, nogo0HON IpPUOHAM.

Onucadbl CIEIYIONINE MEXaHW3Mbl HEWpOJETeHEepallMy TPU HapyIICUUuU
MPOCTPAHCTBEHHOM (hOPMBI HATUBHOW CTPYKTYpPHI OeiKa:

¢ notepst GyHKIUH OenKa;

o) B3aUMOJICCTBHE MYTAHTHOTO O€JKa ¢ OEIKOM TUKOTO THUIIA;
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¢ B3aUMOJICCTBHE C JpyrdMu OelKaMH, BKIIOYas AaKTHUBAIHIO
(haKTOPOB TPAHCKPUIIIINK KACTIa3bl;

¢ aronTo3;

o cylnpeccus MpoTeacOMHON (hYHKIINH;
¢ HapymeHne QyHKIN MUTOXOHIPHUH;
o OKCUJATHBINA CTPECC;

o aAKTUBALIMSI MUKPOTJIUH.

MyTaHTHBI O€JIOK HE CIOCOOEH BBINOJHATH BUTAIbHBIC (DYHKIIUW W/WIU
MOXXET B3aUMOJICCTBOBATh C YYXKEPOJHBIM OenkoM. MyTaHTHBIH O€JoK,
npoToUOPUILIIBI WIIM arperaTbl MOTYT B3aUMOJIEUCTBOBATh C APYTMMHU O€IKaMU.
B3aumoneiictBrue ¢ akTopaMu TPAHCKPHUIILIMK MOXKET OBITh OCOOEHHO BaKHBIM.
MyTtaHTHBIE O€NKM MOTYT AaKTHBHPOBAaTh Kacmasbl (Caspases) wWiu ApyruMH
cnoco0aMy aKTUBUPOBAaTh amonTo3. Takke OHM MEMIAIOT BHYTPUKIETOYHOMY
TPAHCIIOPTY WJIM APYTHM JKU3HEHHO Ba)KHbIM mpoueccam. [Ipu 3ToM oHM MOryT
MOIABJISITh AKTUBHOCTh MPOTEACOMBI, YBEIMYMBAs HAKOIUICHHE Oelka, a Takke
HapymaTh (QYHKIUIO MUTOXOHAPUNA, Jiefas KIETKH Ooyiee YA3BUMBIMU K
HKCAaUTOTOKCUYHOCTU. B jmomomHeHume Kk cucremMe yOMKBUTHH-3aBUCUMOMN
MIPOTEACOMHOM CHUCTEME JIM30COMBI MIPAIOT BAXHYIO pOJIb B JE€rpajaluuu
BHYTPHUKJIETOYHBIX OEJIKOB MOCPEICTBOM IPOIECCa, HA3BIBAEMOro ayTo(darueu.
Koraga ¢yHKkuMM yOMKBUTHMH-3aBUCHUMOW CHUCTEMBbI HEJIOCTATOYHBI ISl yIalEHUs
BHYTPHUKJIETOYHBIX CKOIUIEHUH Oenka, ayTodarus JM30COM CTaHOBUTCS IPYTUM
BOKHBIM TIyTeM JIeTpajallid TAaTOJIOTHYECKOTO CKOIUICHHS O€NKOB, a TakkKe
MOBPEKIEHHBIX WJIM AHOMAJbHBIX MUTOXOHApUW. Takxke cuuTaercs, 4TO
HaKOIUICHUE JKeJie3a, YBEIWYEHHBIH OKUCIUTEIbHBIA CTpECC W aKTUBAUUs
MHUKPOTJIUU UTPAIOT  BAXHYK  pOJib B MaTOreHE3€  Pa3JIMYHbIX
HEUPOJETEHEPATUBHBIX PACCTPOKCTB.

MHorue HelipoaereHepaTUBHBIE JBUTATENIbHBIE PACCTPOIICTBA MOTYT OBITH
CBA3aHbl C AHOMAJIbHBIM CHHTE30M, IMaTOJOTHYECKON CKJIaJI4aTOCThIO, WIU
aerpanauuen crenupuyeckux OeIKOB UM Ipynibl. Takke MpeicTaBIeHHE O TOM,
YTO MPOTPECCUpPOBaHUE HEHPOJETeHEPATUBHBIX 3a00JIeBaHUN  OIMOCpPEayeTCs
YBEJIMYEHUEM KOJIMYECTBA MATOJIOIMUECKUX OEJTKOB, paclpoCTPaHUIOCh Ha
IIUPOKUIM CHEKTP MYTHPOBABIIMX OEIKOB, BKJIIOYAs anb(pa-CHHYKICHH, Tay-
npoTeuH, XauTuHrtud, SOD1 u TDP43.

B rpynny cunyknemHonaruii nomumo bII Bxmouwaror TJI, MCA.
Taynatuu npeactasnensl [THII, KB/I, cemelinoit 100HO-BUCOYHOMN JEMEHIIUEH C
napkuaconusmomM, [1311, mocTTpaBMaTHYecKuii MapKUHCOHU3M M 0o0yie3Hb ['yam.
[TonurnyramunoBeie  3aboneBanust  (the polyglutamine (polyQ) diseases),

MPEACTABNISIONINE  CO0OM  Tpynmy  HEWpOJETeHEepPaTHUBHBIX  PACCTPOICTB,
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BbI3bIBaeMbIX dKcnaHcueit LIAI' moBTOpoB, KOAUPYIOMINX IIMHHBIN TpakT polyQ B
COOTBETCTBYIOIIMX O€JIKax, YTO MPUBOAUT K MATOJOTUYECKOMY YAJIMHEHUIO
HOJUTIYTaMUHOBOTO  TPaKTa, HApYUIEHUIO OEJIKOBBIX B3aUMOJEHUCTBUH U
(OpMHPOBAHNIO HEPACTBOPUMBIX aMUJIOUIONIOAO0HBIX BKIIIOUEHH B HelipoHax. K
JaHHBIM 3a0oJyieBaHusIM OTHOCATCS BI', meHTatopyOpo-namiunononcosa atpopus
¥ MHOTHE CIIMHOIIEpeOeIIISIPHbIC aTaKCHH.

B IIHC onpeneneHHble  MNOMYJALMH  HEHPOHOB,  IO-BUIUMOMY,
M30UpaTeNbHO YI3BUMBI K Pa3IM4YHBIM MEXaHW3MaM THOeNd KIETOK. OJTa
n30upareiabHas JAereHepanys ONpeAeCHHBIX MOMYJSAIUN HEHPOHOB OMNPEIEIIIeT
¢eHotun pacctpoilctB. B Hacrosiiee Bpemsi cuMTaeTcsi OOLIENPU3HAHHBIM, YTO
Jqyyllee MOHUMaHUE Pa3INYHbIX TATOTEHETUUECKUX MEXaHU3MOB U CIOCOOHOCTH K
M30UpaTeNbHOMY pa3pyLICHUI0 KJIETOK MOMKET MPUBECTH K pa3paboTKe
MEPCOHU(PUIIMPOBAHHBIX  HEUPONMPOTEKTOPHBIX  TEPANEBTUUYECKUX  IOJXOJIOB,
KOTOpble OyayT OJaronpusTHO H3MEHATh TEYEHHE HEWPOJIereHEPATUBHOIO
3a00JI€BaHUH.

IIaTorenes

HauGonee BoipakeHHbIE MaToIOrHYeckue usMmeHenus mnpu bII npoucxoast B
koMmakTHOM dactu YC. HeBoOpyKE€HHBIM IJ1a30M YepHasl CyOCTaHLMS KaxKeTcs
0sieqHOM. MUKpPOCKONIMYECKHE U3MEHEHHMS BKIIIOYAIOT IOTEPI0 HEHPOHOB, TIIMO03 U
HaJIMyue BHEKJIETOYHOI'O NMUTMeHTa. Berkupiime (octaBuiuecs) HEHPOHBI MOTYT
MMETh XApPAKTEPHbIC IUTOIIA3MATUYECKUE BKIIOYEHUS. OTH  BKIIOYEHUS,
Ha3bIBaeMbI€ TeNbllaMU JIeBU, UMEIOT MJIOTHOE 203MHOMDUIBLHOE AP0 U OJeAHBIN
opeosn. OHM coxaepxaT ruUnepPocPopuINpOBaHHbIE OETKU HEHUPO(DUIAMEHTOB,
JUTUBI, JKeJe30, YOUKBUTUH U alb(a-cuHykiIenH. [lurMeHTupoBaHHbIe sA7pa B
JIPYTUX YacTsAX CTBOJA TOJOBHOTO MO3Tra, BKIIOYAs rojiyboe MATHO, JOPCAbHOE
MOTOPHOE SIAPO OJTY>KJAIOIIETO HEPBA U JIPyTHE, TAKKE MOTYT COJEPkKaTh TeJblia
JleBu u XapakTepHbIE AeTeHEpATUBHbBIEC U3MEHEHMs. Takke mopaxxaroTcs substantia
Innominata ¥ OOKOBEIE CTOJIOBI CHUHHOTO Mo3ra. Y nanueHToB ¢ bIl u nemenmuei
HaOmroaercs 6osee nuddy3Has paclpoCcTpaHEHHOCTH Tefell JIeBH, BO3MOYKHO Kak
nposiBieHre comyTcTByromeid BA. Jlaxe XellyAOYHO-KHIIEYHOE M CEPIECYHOE
HEpBHbIE CIUieTeHus nmanueHToB ¢ bII moryt conepxars Tenbpua JIeBu U HEUPUTHI
JleBu, moxaseiBasi, uro BII - sto 3aboneBanme [{HC, xoTopoe xapakrepusyercs
TaKke CHeUUPUIESCKUMU MaTOMOP(HOIOTUUECKUMUA U3MEHEHUSIMU B JAPYTHX
OpraHax u CUCTEMax.

Knaccudukanus craguii BII, mpennoxxennas bpaakom (Braak H.), Obuia
paspaboTaHa il ONUCAaHUA  TPOTPECCUPOBAHUS  HEUPOMATOJOTUYECKHUX
n3MeHennil, cesa3annbix ¢ bII. CornmacHo cragusam bpaaka, BO BpeMs PEeMOTOPHBIX

craquii (1 wm 2) BIl, Hamuuue MNATOJOTMYECKUX BKIOYEHUW OrpPaHUYEHHO
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MPOJOJATOBATEIM MO3IOM U OOOHATeNbHOU sykoBuied. Ha cragusx 3 u 4 YUC u
ApyTHe sIpa cpemHero Mosra M 0aszajbHble OTAENbl mepeanero Mmosra (basal
forebrain) sBisitoTcs MEHTPOM BHaYalle HE3HAYUTEIBHBIX, & 3aT€M BBIPAKCHHBIX
M3MEHEHUH, 1 00Je3Hb JOCTUTAaeT CBOEH cummnroMaTudeckon (assl (ctaaun). Ha
KOHEUHBIX cTaausX (5 u 6) maToJIOrMYEeCKUl MpOIecC 3aTparuBaeT Kopy (Kopy
KOHEYHOTo Mo3ra - telencephalic cortex) ronoBaoro mo3ra. Xots runote3a bpaaka
MOATBEP)KIAETCS PAaHHUMHM HApYLIEHUSAMH OOOHSHHS, CHA M BEreTaTUBHOMN
muchyHknuer y manueHTtoB ¢ bIl, omHO3HAYHAss WCTHHHOCTH MaHHOW THIOTE3BI
ObUIO OCIOPEHO MO MHOTMM MpPUYMHAM, TaKUMHM KakK OTCYTCTBUE JAaHHBIX O
KOJIMYECTBE KIIETOK, KOPPEIUPYIOIIMX C ONMCAHHOW IATOJIOTMEW CHUHYKJIEWHA,
OTCYTCTBHUE JAHHBIX UMMYHOTHCTOXUMUYECKUX UCCIIEI0BAHUM TUISL
UJAEHTU(UKAIMK TUIOB MOPAKEHHBIX HEHPOHOB, OTCYTCTBHE MATOJIOIMYECKHX
U3MEHEHUH B MCCIEIYEMBIX MHMKPOCKONMMYECKUX IIpernaparax, KOTOpble Obl
KOppeIupoBaii Obl C HMEIOUIEHCS aCHMMMETPHUEH KIMHUYECKUX CHUMIITOMOB,
OTCYTCTBUE OyIbOApHBIX HApPYLIEHUI Kak paHHUX npusHakoB bIl, u HabmroaeHue,
YTO CHUHYKJIEMHONATHH, COOTBETCTBYyIOIIME cTagusM 4 u 6 no Braak, Obum
oOHapyXeHbl Yy JItojiel 0e3 Kakux-Inb0o HEBPOJIOTHUECKUX cuMITomMoB. Hecmotps
Ha TO, YTO rumote3a bpaaka Obla ocropeHa, OHa JAaeT MOJIE3HYK Oaszy IS
ITIOHMMAaHUS TPOTPECCUPOBAHUS IIPOLIECCOB Herpoaerenepauu npu bII.

Jns  nelroTa KIMHUYECKMX CUMITOMOB MATOJIOTMYECKOMY IpOILIEcCy,
nexamemy B ocHoBe MBIl TpeOyroTcs roapl, mpexzae 4em OyneT JOCTUTHYT
JOCTATOYHBIN JIJIs1 KIMHUYECKON MaHU(pecTanu 00beM noBpexaeHnid. Cunraercs,
YTO UW3MEHEHMS HAYMHAKOTCS C TOSBICHUS HAYaJbHBIX MATOJIOTMYECKHX
NOBPEXKACHUA UM  MPOrPEeCcCCUPYIOT A0 MOJHOMAcCHITA0HOTO  KIMHUYECKOTO
NpOsIBJICHUS] OOJIE3HU, IPU YCIOBUHU, YTO OHO HE NMPEPHIBAETCS MPEKICBPEMEHHO
CMEpPThIO OTAENBHOTO TNalueHTa. B mpouecce TeueHus 3a00sIeBaHMsI CTENEHb
TSXKECTU (BBIPAXKEHHOCTH) MOP(OJOTUYECKUX U3MEHEHUI HEYKJIOHHO BO3PAaCTaeT,
U TPOUCXOAIT  MpEeACKa3yemble H3MEHEHUs B HX  Tonorpapuyeckom
pacnpeneneHuu. Takum 00pa3oMm, 3TH HEUPOJETEHEPATUBHBIE W3MEHEHUS YXkKe
Pa3BHUBAIOTCS, B JISTKOM WJIM YMEPEHHOW CTEIEHU, B MO3T€ JIFOJIEH, Y KOTOPBIX €IIIE
HE IPOSBIAIOTCS KJIACCUYECKHUE [BUIaTElIbHbIE HapylleHus, cBs3aHHble ¢ MbII
(OpaaMKHHE3WsI, PUTHIHOCTD, TPEMOP MOKOS).

Takum oOpa3zom MOXXHO KoHcTatupoBaTh, uto MBIl - sT0 3abo0neBanwme,
KOTOPOE CTEPEOTUIIHO NPETEPHEBAECT IIECTh CTAaAuW, Kaxkaas W3 KOTOPBIX
XapaKTEpU3yeTcsl TMOCTOSIHHBIM PA3BUTHEM XApPAKTEPHBIX BKIIOYEHUH (Tenelr),
KOTOpbIE O00pa3yloTCsi TONBKO B HECKOJBKHUX MPEAPACIONONKEHHBIX THIAX
HEHPOHOB. OTH BKJIIOYEHMS NPHUCYTCTBYIOT B BOBJICUEHHBIX HEWpPOHAX B BHJIE
YUIMHEHHBIX ¥, YACTUYHO, BETBAILMXCS HEUPUTOB JIeBH MM B BUAE APOBUIHBIX

nn cepuueckux temner JleBu. BimroueHHsT COCTOSIT B OCHOBHOM M3 CKOTLICHUN
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HEMPAaBWJILHO CBEPHYTOTO, MO OOJIbIIEN YacTh OOBIYHO MPECHHANTHYECKOTO OeTKa,
o-cuHykJienHa. Ilatonornueckue BkitoueHwus, cBsizaHHble ¢ MBIL, MOXHO Jierko
OTJIMYUTH OT TEJEL, CBA3AHHBIX C APYTMMH CHHYKJI€OoNaTUsIMH, TakuMu kak MCA
u Oone3nb [amnepBopnena-lllmarma. Kpome Toro, xapakTepHble HEUPOHHBI,
ys3eumble npu  HWBII, ormnmnuaror ee OT BCeX APYTrUX CUHYKICHMHOIATHM.
AccouuupoBannbsle ¢ UBII Tenpua, He NpencTaBIAIOT COOOW CIydailHbIE WA
TUNWYHBIE BO3PACTHBICE U3MEHEHUS B YEIOBEYECKOM MO3IrE, a CKOPEE SIBIISIIOTCA
HEUPONATOJIOTHYECKUMU NPU3HAKAMH KaK JOKJIMHUYECKOM, TaK W KIMHUYECKOU
crtaauii bII.

Cragun natorene3a BII (coriacHo runoreze H.Braak (2002)):

PaznmuuHbie TUTIBI YSI3BHMBIX HEPBHBIX KJIETOK JEMOHCTPUPYIOT YETKHE
pasIuYusl B WX COOTBETCTBYIOIICH BOCIPUUMYUBOCTH K JETCHEPATHBHOMY
npoiieccy, Jexaimemy B ocHoBe MBII. Mcxonst u3 atoro, B TeueHue 3a00JI€BaHUS
MOPAKCHUS PAa3BUBAIOTCS IOCIIEIOBATEILHO, HAUMHAS C ONPEACIICHHBIX YJaCTKOB
U OTTyJa PaclpoCTpaHssICh MO Bcemy Mo3ry. HawanbHbie usmenenus npu bl
Pa3BUBAIOTCS B JIBYX OOJACTSX: B OOOHSTEIBHOW JYKOBHIIE M CBSI3AHHBIX C HEH
YacTsX MEepPeTHEro OOOHSTENBHOIO sipa U B JOPCAIBHOM JIBUTATEIHLHOM SApE
oy maroriero HepBa. [10CKobKY B OONBIIMHCTBE M3YYCHHBIX CIIYIacB MATOJIOTHS
HE paCIpOCTpPaHACTCA AaJbIIe OOOHSTENBHBIX CTPYKTYp H HE IOXOAUT 0
HEOKOPTEKCAa WM TOJKOPKOBBIX CTPYKTYp, JOpCadbHOE MOTOPHOE SIPO
OJTy>KTaroIero HepBa MOXHO pacCMaTpUBaTh KaK OCHOBHYIO OTIIPABHYIO TOYKY
MaTOJIOTMYECKOTO MPOIECCa, KOTOPBIM OCYIIECTBIISIETCS 110 BOCXOISAIIEMY ITyTH.

Campble mepBbIC TATOJIOTMYECKUE BKIIOUYEHUs (HeWputbl JleBu u Tenblia
JleBn) mocienOBaTENbHO BO3HUKAIOT B JIOPCATLHOM JBUTATEIBHOM  sIIpe
OJIy>KIaroIIero HepBa CTBOJIA TOJIOBHOTO Mo3ra. Ha 2-oif cTagum matojoruyeckue
M3MEHEHUS BCE €IIe OTPAaHUYUBAIOTCS IMPOJAOITOBATHIM MO3TOM M TPHIICTAIOIIMU
y49acTKaMU TOKPBIIIKKA MO3Ta. Y BEIMYUBACTCS CTENCHb TSHKECTH TOBPEKICHUS B
00J1acTh AOPCATILHOTO si/ipa OJYKIAr0IIEro HEpBa M YacTH KayJaldbHBIX sAEp 11Ba,
B YaCTHOCTH, Oosbmioro sapa mBa u Obscurus (oOckypHoe sapo), a Takke B
MaTOJIOTHYECKUI  TPOIIECC  BOBJICKAIOTCS ~ MAarHOLEIUTIOJSIPHBIE  CyOsiapa
PETUKYISIPHON dbopmanmu (mpomexxyTOYHAas pETUKYIISIpHAS 30Ha,
TUTAaHTOKJIETOYHOE PETUKYISIPHOE A/IpO) U 001acTh Toay0oro maTtHa. B HacTosmiee
BpeMsi, pu OObIYHOM HeBposiorudeckoMm oOcnenoBanuu MBIl He mMoxeT ObITH
OKOHYATEJILHO JIOCTOBEPHO JMArHOCTUPOBAHA HHU HA OJHON M3 3THUX TEPBBIX JIBYX
cTaauii (mpe-cumnromaTudeckas (aza). OqHaKo y MaMEHTOB MOTYT BBISIBISATHCS
TaKue HEMOTOPHBIC TIPOSBICHUS/CUMITOMBl KaK THUIO/aHOCMHUS, JUCHYHKIUS
KKT, smo1moHanbHble U CEHCOPHBIE HAPYILLICHUS.
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OTnuunrensHOl yeprod 3 W 4 cTaauil SBISETCS BOBJIECYEHUE YEPHOU
cyocranuuu. IlepBoHauanbHO  pa3BUBAIOTCS  MHOTOYHMCICHHBIE,  WHOTJA
Ype3BbIYAHO JJIMHHBIE, HEHpuThl JleBn, a 3ateM Tenbla JIeBH MOSABISIOTCA
[JIaBHBIM 00pa3oM B MEJaHUHCOJEpXKAIIMX HeWpoHaX 3a/JHellaTepabHOro
cyOspa, KOMITaKTHOU YacTH. [Tockoubky, 3HayuMas rnoreps
MEJIAHUHCOJIEPKAIMX HEHPOHOB HAOMIOJaeTcs Ha MNOCIEAYIOIHUX —CTaausX
3a00eBaHus, YepHass CYOCTaHIMS Ha 3 CTaAuU MaKPOCKONMUYECKU BBITJISIIUT
HEMOBpekKJIeHHOW. TemM He MeHee, HapacTaeT TSKECTh MOBPEXKICHUS paHee
BOBJICUCHHBIX  CTpykTyp. Ha 4  cragum  maToloruyeckwii  mporecc
pacrpocTpaHsieTcsl Ha TMEepEeIHHM MO3r M TOpPAXKAET, CpEeAu IPOYEro,
MarHOICIUIIOJISpHBIC XxoauHeprudeckue sapa (magnocellular cholinergic nuclei)
0a3ajJpbHOrO OTHENa MEpeIHero mMo3ra. B 3To e BpeMs BOBIIEKA€TCS BUCOYHBIN
Me3okopTekc (temporal mesocortex) (mpomekyTodHas Kopa = HapaTuMOHdecKas
kopa). OOpa3ys MepexoaHyl 30Hy Mexay aio- u Heokoprekcom (allo- and
neocortex), BUCOYHAsT ME30KOPTEKC TPEACTABISET COOOM  YHUKAIBHYIO
APXUTEKTOHUYECKYIO €IMHUILY, KOTOpask UCKIIOUYUTEIBHO XOPOIIO Pa3BUTA TOJIBKO
y BBICHIMX IIPUMATOB M, MPEXIe Bcero, y moaeil. Cruierenne Heviputos JIeBu BO
BTOPOM CEKTOPE aJUIOKOPTHUKAIBLHOTO amMmMoHoBa pora (allocortical Ammon’s horn
(anri.), allocortical cornu Ammonis (;1aT.)) pa3BuBaeTcs Ha 3 CTAJWH U TPOHUKACT
B MEPBBIM M TPETHIl CEKTOpa Ha MOCIEIYIOMUX CTaausX. DTa OCOOCHHOCTH,
HACTOJBKO XapaKTepHas IS MOCIeIHUX ABYX cTaauil (3 u 4), 4yTo maxe Korma
Cpe3bl Yepe3 YEPHYI0 CYOCTaHIIMIO HEJOCTYIHBI, HeBpojoruueckuii quarno3 MBI
MOKET OBITh BHICTABIICH TOJILKO HA OCHOBAaHUU WX BOBJIEUYCHHS. BecbMma BEpOsITHO,
YTO Ha MPOMEXKYTOUYHBIX CTaIuAX 3-4 mpe-cumnTomaTudeckas ¢aza MOCTETICHHO
YCTYIaeT MEeCTO KIMHUYECKU pacnio3HaBaemoit ¢aze MBII.

Ha 3akmrounTenbHblXx 5 U 6 CcTaguax HEHpOJAEreHEepaTUBHBIA MPOIIECC
JOCTUTae€T CBOEM MaKCHUMaJIbHOW  pPACIPOCTPAHEHHOCTH M pa3BUBAETCSA
MoJIHOMaclTabHasi KJIMHMYecKass KapTuHa, u3BectHas kak WBII. IlopaxeHHbie
gyacth YUC CTaHOBATCS NOYTH JIMIIEHHBIMH MEJIAHUHCOJEPKAINIMX HEHUPOHOB M
BBITJIAIAT SIBHO OJEAHBIMU TIPH MaKpPOCKOMHWYECKOM HCCieoBaHuu. TojcTtoe
criereHue HelipuToB JleBu nosiBusiercs Bo |-l cinosix Bucounoro mesokoprekca,
B TO BpeMsl KaKk MHOTHE MHUPAMHUIHBIE HEHPOHBI MAJIOTO W CPEAHEr0 pa3Mmepa,
pacniosioc)keHHsie B V u VI cnosx, HakamauBaioT Tenblia JleBu. BeretaTuBHbIe,
JTUMOUYECKHE M COMAaTO-MOTOPHbIC AUCHYHKIIUU BBISBISIOTCS KIUHUYECKUA H
CTAaHOBSITCA ~ 0oJiee  CJHOXKHBIMU  (BBIP@KEHHBIMH),  MPEANOJIOKHUTEIBHO
W3MEHSEMBIMU  TMOCPEJCTBOM  TOCJIECAYIONIETO  BIUSHUS  (DYHKIIMOHAJIBLHOTO
nedunrMTa Cco CTOPOHBI KOPBI TOJOBHOrO Mosra. OT 001acTd BHCOYHOTO
ME30KOPTEKCa, KaK OTIPaBHOM TOYKH, MATOJIOTMYECKHE BKJIIOUEHUS Tenblia JleBu

MOCTENIEHHO PaCIpPOCTPAHSIOTCA MO KOope ToJIOBHOTO Mos3ra. Tenbiia JleBu
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MOSIBIISIFOTCSI CHAYaJIa B ACCOIMMATHBHBIX 00JIACTSX BBICIIETO MOPSIKAa HEOKOPTEKCA
(cramust 5), 3aTeM B CEHCOPHBIX ACCOIMATHMBHBIX OOJACTSAX MEPBOTO MOpsIKa U
PEMOTOPHBIX MOJISIX M, HAKOHEI, B HEKOTOPBIX CIydyasX, TaKKe B MEPBUYHBIX
CEHCOPHBIX U MOTOPHBIX MOJISIX (cTaaus 6).

Bonpocs! Aj1s1 CAMOKOHTPOJIA:

HazoBuTe ocHOBHBIE ATHONOTHYECKHE (pakTOpsl pa3BuTHs BII.
KakoBa yacToTa ponu HaciaenCTBEHHBIX ()aKTOpOB B pa3BuTUH BI1?
[lepeuncnure HereHeTUYECKUE PaKTOPBI pa3BUTHUS 3a00JIEBAHUSI.
Pounb nectuiioB u repOULIMIOB B pa3BUTHUHN 3a00JI€BaHUSI.
HeripoBocnianienue B pazsutuu bl

Uro Takoe runoTesa “ABOMHOrO yaapa’?

B ueMm cyTh Teopum “Oeit u Oeru’?

O N Ok WNE

Ha3oBuTe OCHOBHBIE HEUTPOTPAHCMUTTEPHI Oa3albHBIX AIEpP U HX
pOJIb.

Q. Onumure MEXaHW3M HEHpOIereHepali.

10.  Yto Takoe anbda-cuHyKIECHH?

11.  Poub anb(da-cuHyKJIEMHA B Pa3BUTHH 3a00JICBAHUS?

12. HazoBute ocHOBHBIE YepThl matoreHesa bII.

13. B kakoi CTpykType Oa3ambHBIX sSIEp TMPOUCXOASIT OCHOBHBIC
MaTOJIOTUYECKUE U3MEHEHHUS IpU pa3BuTun bI1?

14.  Knaccudukanus craauii BIT no bpaak.

15.  JlaiiTe KpaTKyr0 XapaKTepUcCTUKy craauit pa3sutus bIl.
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TJIABA Ne 5
MMPE-MOTOPHAS CTAJMS BIL. MOAXO/IbI K PAHHEM
JTUATHOCTHUKE

JIBurarenbHble/MOTOpHBIE cUMNTOMBI BIl (puruaHocTh, 3aMeaJIEHHOCTS,
TPEMOpP TOKOS M MPOOJIEMBbl C PABHOBECHEM) KIMHUYECKH BBISBISIOTCA IMO3XKE
Mopdoornueckoro nedTa MaTOJIOTHYECKOTO Mpollecca, KOorjaa yxe MPUMEpPHO
norepsiHo Oonee 50% modamMuHEPrHUECKUX HEHPOHOB UYEPHOM CYOCTAHIIMU.
CuMrnromMaTuyeckoe JiedeHHEe B OOJBIIMHCTBE ciay4yaeB 3(PQGEeKTHBHO, HO B
HACTOSIIIEE BpEMsl HE CYILIECTBYET JIEKapCTB, KOTOPbIE SIBHO 3aMEUIsIA OBl
MaHU(ECTALlMI0 MOTOPHBIX CHUMITOMOB W/WIM IPOrPECCUPYIOLIEE TEUEHUE
3a0osieBanus. CuuTaercs, XOTS M OKOHYATEIbHO HE JI0OKA3aHO, YTO IATOJIOTHSA
MOXKET OBITh YXE CIUIIKOM 3allylleHa Ha 3Tale KJIACCUYECKOTO «MOTOPHOTOM
JMAarHo3a, 4YToObl HA HEE MOIJIM NOBJIMATH MOTEHUUAIbHBIE HEHPONPOTEKTOPHBIE
METO/IbI JIeUeHHUsI (IIPU yCIOBUHU, YTO OHU JOCTYIHBI). BbIsiBIIeHHE Tt01ei Ha Ooliee
paHHUX CTaAUsIX 3a00JE€BaHUA BO3MOXKHO IMPOJIOKHIO Obl IMyTh K KIMHUYECKUM
UCOBITAHUSAM  HOBBIX  W/WIM  nepenpoUIMpOBaHHBIX  JIGKAPCTB  JUIA
nperoTBpaleHus/3aaepkku  nporpeccupoBanus  bBIl.  OnHako  u3MeHeHue
(MOIMUIMPOBAHUE) PHUCKA Yy TE€X, Y KOrO €lle HET «MOTOPHOIO» JUarHo3a,
MpEACTaBISIET CcO0OM clokHYI0 3amady. Tepmunsl "panussa cragus bII" wm
"rpynmna pucka bII" gacTo MCnoNB3y0TCSI B HAYYHON JIUTEPATYPE KAaK CUHOHUMBI
M3-32 HEONPEJEICHHOCTH B OTHOIIEHWM TOYKH, B KOTOPOM HAYMHAETCS
MaTOJIOTMYECKUI TMpoIlecC, HO pa3bsCHEHHE OyAEeT BaKHBIM, IMOCKOJBKY OHO
OMPENEIUT, NPEANPUHUMACTCS JIM TOMbITKA NPO(YHUIAKTUKKA HA NEPBUYHOU WIIH
BTOPUYHOW OCHOBE, M (AaKTOpbl, KOTOpbIE HMHHULIMHUPYIOT NATOJOTHIO, HE
00513aTe€IbHO MOTYT OBITH T€ )K€, UTO U T€, KOTOPbIE BIOCIEACTBUU CTUMYIUPYIOT
nporpeccuto BII. HecrmocobHocTh B HacTosiiiiee BpeMs OMNPEACIUTh aKTUBHOCTD
3a0o0neBaHusl A0 MOCTAHOBKM KJIMHHUYECKOro auartos3a bIl uckimouaer paziauune
MEXIy 3TUMU JIByMs TEPMHUHAMH, HO 3TO OTPAaHUYEHUE MOXKET OBITh MPEOJIOJICHO,
YUHUTBIBAS TEKYILIME OTKPBITHS B 00JIaCTH HCCIEIOBAaHUS OMOMApPKEPOB.

NpenTudgukanus Jull HA CAMbIX PAHHUX CTAAMAX

I'enernuyeckue pakTopsbl

MHOro4yuciieHHblE Hay4dHbI€ HCCJIEAOBAHUS TOKA3aJiM, YTO HaJIU4ue
ceMeiiHoro anamHesa bll yBennuuBaet BeposTHOCTh pa3Butus blII B 3-4,5 paza, u
no 10% mnamueHTOB cooOmamT o cemerHoM anamHe3e bII. HccimenoBanus
FeHEeTU4YECKON OCHOBBI bII mpeamnonararoT 1M30coOManbHy0 U MUTOXOHIPUAIBHYIO
TUchYHKIIMIO, a TaKKe HeHpoBOCMajieHUWEe B TMaToreHese. M3 moATBepKIECHHBIX
MOHOTeHHbIX (QopM BII OOABIIMHCTBO 3K30r€HHBIX (PAKTOPOB MPUBOAAT K
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HApYIICHUSIM OJIHOTO WJIM HECKOJIbKMX M3 3THX MPOIECCOB, HO OOJBIIMHCTBO W3
HUX YPE3BBIYAlHO PEAKM M HE YUYWTHIBAIOT IIOBBIIICHHBIA PHUCK Ha
HOMYJIALIMOHHOM ypoBHE. lleHTpanabHBIMU 3BEHBbSIMM (UIPOKaMH) B 3ITOM
3a00JIeBaHUN ABIIAETCA O-CUHYKJIeMH M MyTauuu B reHe SNCA (koTopsiid
KOOUPYET JTOT O0€NOoK), KOTOpble SBISIIOTCS NpHYMHOM cemerHoil  BIL
BHYTpUHEHPOHHOE HAKOIUIEHWE O-CHUHYKJIEMHA SBJISIETCS IATOJOTHYECKUM
npusHakoM bBII, u Bce Oomble M0Ka3aTeNbCTB CBHUAETEIBCTBYET O TOM, YTO
GbubpusUIApHBIE U OJIUTrOMepHbIe (HOpMBI OelKa MOTYT OBITh HEUPOTOKCUYHBIMHU.
IlonHass KapTWHA TOro, KaK 3TU CJIOKHBIC MIPOLECCHl B COYETAHWU NPUBOIAT K
HEHUPOJEreHepalny, 10 CUX IOP 10 KOHILA OCTAeTCs HEIOJIHOM, HO COBPEMEHHBIE
TEOPUU BKJIIOYAIOT BO3MOYKHOCTh IPHOHOMOJOOHOTO PpacHpoOCTpaHEHUs o-
CUHYKJIEMHA OT KJIETKH K KJIETKE.

Mytanuu B reHe LRRK2 saBnsioTcs Hanbonee pacrnpocTpaHEHHOMH
M3BECTHOU reHetmyeckor nmpuumHou bII, a myrammsa G2019S Bcrpeuaercs B 4%
HacjeacTBeHHbIX U 1% crnopaanueckux ciydaeB BII. 3aboneBanue, cBsA3aHHOE C
LRRK2, umeer Bo3pacT-3aBUCUMYIO MEHETPaHTHOCTH (28% B 59 net, 51% B 69
aet u 74% B 79 neT), 4TO 03HAYAET, YTO TOJIBKO y YaCTU HOCUTENIEH (MyTaHTHOTO
reHa) pa3oBbércs BIl B TeueHue xu3HU. BBUTO BBIABICHO, YTO HOCUTENN MYTalUui
reHa LRRK2 wumeror cyOknnHu4eckue A0(paMUHEPTruyecKue HapyLIeHUs,
U3MEPEHHbIE C MOMOUIbI0 (PYHKIMOHAIBHOW BHU3yalH3aluu, U 0Oojiee BBICOKHE
[OKA3aTeNId 4YacTOThbl HEMOTOPHBIX npu3HakoB bII, wemM y He Hocurenen. Y
nauueHToB ¢ BIT m myranmusmu B LRRK2 pBurarenbHas kapTuHa MOXET OBITh
nmoxoxa Ha wuauonartuyeckyro bII, Ho Oosiee mmpokux (pacHIMPEHHBIX )
MPOSIBJIEHUI MOXET U HE OBbITh.

['eTepo3uroTHBIC MyTallMK B TeHe TirokonepeOposuaassl (GBA) cBsizaHbl C
MOBBILIEHHBIM pucKOM pa3Butus bII. KpymHbele uccimenoBanus mokasanu, 4To
myTtaunn GBA wacTo BcTpedaroTcs y eBpeeB-alikeHasu, B 15% mamuentos u B 3%
KOHTPOJIbHOM Tpynnbl. B oOwmel nmonymsaunu nmauueHtoB ¢ BII, 3,5% saBnstorcs
HocuTesnsiMu MyTaiii GBA, cBg3aHHBIX ¢ 3a00JieBaHMEM, IO CpaBHEHUIO ¢ <1%
KOHTpOJIbHOUM Tpynmbl. Knuandeckue ocobeHHocTH (uepThl) marueHToB ¢ BII u
myTtauusmMu B GBA moryT ObITh OX0H Ha criopagudeckyto BII u, kak npasuio,
pearupoBaTh Ha JI€BOJOIY, HO Hayajo MAPKUHCOHM3MA MOXET ObITh Ooiee
paHHMM, a HOCUTEJIM MYTAaHTHOTO T'€HAa KakK MpaBWJIO, UMEIOT 0ojiee BBICOKHE
MOKa3aTesld KOTHUTUBHBIX HapylIeHUN U paccTpoicTBa ObicTpoit (pa3el cHa (RBD
— Rem sleep behaviour disorder; B/II'-ha3a cHa (ObICTpbIC IBMIKEHHS TIJIa3)).
Kpome Toro, pannume HeMmoTopHble npu3Haku bII, Takume kak nemnpeccus,
CyOBEKTHBHOE PACCTPOMCTBO OBICTPOM (ha3bl CHA M OOOHSTENbHAS NUCPYHKITHUS,
HaOmonanuch y Hocutene myrtauumii GBA 6e3 BII, korma cpaBHHMBaIuCh €O

3J10pOBOM KOHTPOJBHOW T'PYIIION.
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N3ydyenne MaHHpEeCTUPYIOIIUX U HEMaHU(ECTUPYIOIIUX  HOCHUTENEH
mytauii B LRRK2 u GBA BaxkHo 1151 moHUMaHus npojapomaiibHoi (a3zel BII u
JUISl U3yYEHUS JIEKAPCTB, HALEJICHHBIX HAa KOHKPETHbIE MyTH. KOropTsl HaHHBIX
NAIMEHTOB Y€ COPMHUPOBAHBI B PA3TUYHBIX CTpAHAX MUpA JJI OCYLIECTBICHUS
TUX Lene, HOo mnpu Oojee THIATEIIbBHOM HM3YYEHHH MOTYT BO3HHKHYTH
JNOTOJHUTEINIbHBIE pa3nuuus Mexny bII, cBsA3aHHOW C 3TUMH MYyTalUsAMH, H
criopaanyeckoil Oomnesnpto. Jlpyrue mnpumepsl MoHoreHHoil bBII BkimrowaroT
MyTaluy, AyIUIMKauud U Tpuiuinkauuu reHa SNCA, BbI3bIBAIOIINE TOMUHAHTHO-
Hacnenyembie dopmbl BII, u myranuu B PARK2, PINKI1 u DJ1, BeI3bIBaroriue
peneccuBHO-Hacnenyemblie ¢opmbl BII, ¢ Oonee mNOCTENEHHBIM MOSBICHUEM.
Jlanubpie MOHOTEeHHbIE TTpUunHbl BII cnumikom penku, 4ToObl OCHOBBIBATh HA HUX
MIPOTHOCTUYECKUE HCCIEAOBAHMS, HO OHHM TAK)K€ JIal0T Ba)KHOE MPEACTABICHHUE O
MeXaHu3Max 3a00JIeBaHUS U TEPANEBTUUYECKUX LIEIISX.

K coxanenuto, MyTanuu B OTHEIbHBIX TI'€HAaX HE YYHUTHIBAIOT BECH
HacJeayeMbli  PHUCK, TMpOSBISAIOIIMKWCA TPHU  CIOXKHBIX  3a00JEBaHUAX.
HccnenoBanus, OCHOBAaHHBIE Ha YJY4YIIEHHWH IIOJIHOTO T€HOMA, B KOTOPBIX
00JbIIOE  KOJIMYECTBO  HEPOACTBEHHbIX ciaydyaeB bBIl  cpaBHuBaeTcs ¢
HEPOJICTBEHHOW KOHTPOJIBHOM I'PYIIION, NOKA3aJI, YTO CYLIECTBYET I10 MEHbILIEH
Mepe 28 HEe3aBHCHMBIX BapUMaHTOB pucKa pa3BuTus bIl, KoTOphlE yBEIMYMBAIOT
WIM  YMEHBIIAIOT PUCK HEOONBIIMM, HO MOTEHIUAIBHO  aJJUTUBHBIM
(m106aBOYHBIM) CHOCOOOM. DTO MO3BOJIAET CO37aBaTh NPO(HUIA TMOJIUTEHHOTO
puCKa, OOBEIUHAS COBOKYIHBIA 3(P(EKT HECKOJBKMX BapUAHTOB JJISl OLICHKU
pucka paszsutus bII wiun, Gonee Toro, Bo3pacta Havana 3aboneBanust. OgHaKo, MO
OLICHKaM MaTeMaTH4eCKOoW OOpaOOTKM MMEIOIIMXCS JaHHBIX, HacJaeayeMbli
komrioHeHT BII cocraBmnsier mpumepHo okono 30% pricka pa3Butus 3a00JeBaHUs, a
BBISIBJICHHBIE JIOKYChl PUCKAa U MOHOTE€HHbIE (POPMBI OOBACHSAIOT TOJIBKO OKOJIO 5-
10%. Co BpemMeHeM, C yBEIMYEHNUEM YMCIIA U3YUYEHHBIX CIy4aeB U KOHTPOJBHBIX
IPYI, HapsAay C TIyOOKUM OMpeAcCHUEM MOBTOPHOM MOCIEI0BATEIbHOCTU U
TOYHBIM (PEHOTUNHPOBAHMEM, OyIET BhISIBICHA OOJbIIass AOJS HACIEACTBEHHBIX
dbopm BII. BausHaue, koTopoe TeHeTHYeCKasi M3MEHYMBOCTh OKa3biBaeT Ha bII, He
OTPaHUYMBAETCS TOJBKO PHUCKOM 3a00JieBaHUS, W KOHKPETHBIC BapUAHTHI
HACJIEIOBaHMsI, BEPOSITHO, OYyIyT IOMOJHUTEIBHO BIUATH Ha BO3pAacT Hayaia
3aboneBanus, mnporpeccupoBanne u  (enHormn. Kpome TOro, ostm wm
JOTIOJTHUTENIbHBIE TeHETHYECKUE (DAKTOPBI MOTYT OOOCHOBBIBATh TEPATNIEBTUUECKUI
BBIOOp B OyIyIlIEM B YCIOBUSX KIMHUYECKON MPAKTUKH, a TAK)KE U C TOUYKH 3PEHUS
MPUBJICYCHHUS] HMCHBITYEMBIX K KIMHAYECKUM HCCleloBaHusAM. ['eHeTnueckas
apxutektypa (renernueckuid ko) BII mocTosiHHO pacumupsieTcst U CTAaHOBUTCS BCE
0oJ1ee CI0KHOM. DTO UMEET 3HAUEHUE JJIi MHOTUX acleKTOB 3a00JIeBaHuUs, OJJTHAKO

npyrue GakTopbl TAK)Ke BaKHBI TIPU ONPEICTICHUN PUCKA Pa3BUTHsI 3a00JICBaHMS.
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PanHue KJIMHNYECKHE NPU3HAKHU

Oco3HaHrEe Ba)XHOCTU W3Y4YEHUsI HEMOTOPHBIX NposiBiieHuid BII nmosBuiiocs B
TE€YeHUe MnociaeaHux psaa jger. HemMoTopHble CUMOTOMBI MPOSBISIOTCS pPaHO, U
UMEIOTCS CYIIECTBEHHBIEC JOKA3aTEIbCTBA TOTO, YTO OHU TAKXKE MPEAIIECTBYIOT
NOCTAHOBKE JHMarHo3a Ha HECKOJbKO JieT. MHOIOYHCIIEHHBIE PETpPo- U
IPOCHEKTUBHBIE HUCCIEAOBAHUS CBUIETEIBCTBYIOT O CIEAYIOUIMX HEMOTOPHBIX
MapKepax/mposiBICHUAX/CUMIITOMaX BO3MOKHOT'O MapKUHCOHUYECKOTO IMpoIlecca:
JeTnpeccusi, TPeBOra, KOHCTUTAIMS (3a1op) U dpeKTiiIbHasa nuchynkuus. [Ipu yxe
YCTaHOBJIEHHOM aAuarHo3e bIl manueHTsl OTMEYaroT HEMOTOPHBIE CHUMIITOMBI
TaKUMHU K€ HEMPUATHBIMH, KaK M MOTOpHBIE HApyLIEHUS, HO HX JIEYECHHE IO
CPAaBHEHUIO C JBUTATENIbHON JUCHYHKIMENW 4aCTO BECbMa 3aTPYyIHEHO.

Haubonee xapakTepHbIMU paHHUMH HEMOTOPHBIMHM IMpPHU3HAKAMU SBIISIOTCS
UAMOINAaTHYECKasi aHOCMMSI U PacCTpOMCTBO MoOBeAeHUs B (¢aze OBICTPOTrO CHa
(PIIBC, REM-sleep behavior disorder (RBD)). AHOCMHS OTHOCHTEIBHO
pacnpocTpaHeHa CpeAu CTaperollero HaceleHHs W HecnenupuyHa, U JIUIb Y
YacTH U3 HUX Pa3BUBAETCS B MOCJEAYIOIIEM HEUPOJETreHEpaTUBHOE 3a00JI€BaHHUE.
C npyroii ctoponsl, PIIBC oTHOCHTENBHO crienu(UYHO 1715 HeMpoAerenepauui u
moxer mnpenmectsoBars bII, JITJI 1 MCA. BaxHoe pa3inuue JIEKAT MEXIY
cyobekTuBHbIM PIIBC (Ha OCHOBaHMM KJIMHUYECKOTO aHaMHE3a WM YCTaHOBKH
JMarHo3a Ha OCHOBE BONPOCHMKA) M TOT, KOTOPBIM OPUIMATIBHO AUarHOCTUPYETCS
C TIOMOIIBIO UCCJIEeNOBaHMUS HOYHOTO cHa wu mnoiucomHorpaduu (IICT).
[Tonteepxknennoe PIIBC metromom IICTT (moaTBep:kaeHHOE MOJUCOMHOIrpadueit
PIIBC) penxo BcTpewaeTcsi Cpedu HaceJIeHUuss B LEJIOM, M B KpyHHEHIIeM
00CepBallMOHHOM HCCJEA0BaHUM ObLIO coOpaHo uyTh Oosiee 300 y4acTHHKOB,
HECMOTPSI Ha MEXIyHApOIHbIE COBMECTHBIE yCHHs. TeM He MeHee, HCClIeJOBaHUE
[ICT -nonreepxkaennoro PIIBC gano nmoaoXuTenbHbIE PE3YIbTAThl, yYUTHIBAS, YTO
M3BECTHO BpPEMsI, B TE€UEHHE KOTOPOIO ONpEIEIEHHAas €ro 4acTb NEpeuner B
HelpoaereHepaTuBHOe 3aboeBanue (25% dvepes 3 roma u 40% yepes 5 aer).

XapakTepucTuka HEMOTOPHBIX IPU3HAKOB NOTEHIMAIBHO IOJIE3HA IS
pannero BwisiBiIeHust BII, u OOGmiecTtBo aBuratenbHbIX paccrpoiictB (Movement
Disorders society (MDS)) nemaBHO onyOnukoBasio KpuTepuum IHAarHOCTUKH
npoapomanibhoit  BII. B nureparype mnepBoHauansHO panHsis (aza Bl
OMHChIBAJIaCh Kak '"mpe-moTopHas" ¢a3a, HO B IMOCJEIHEE BpPeMs STO TOHATHE
MCYE3JIO B I0JIb3y MPU3HAHUS TOTO, YTO €]1BA 3aMETHBIE JBUraTEIbHBIE TPU3HAKU
MOTYT MPUCYTCTBOBAaTh W JO NMOCTAHOBKM AuarHosa. KimHwueckuid nuarHo3 bl
TpeOyeT BBISBICHUS KIACCUUECKUX JBUTATEIbHBIX CHMIITOMOB. A  Korja
MPUCYTCTBYIOT €/IBa 3aMETHbIE MOTOpHBbIE HapylueHus, auarHo3 bIl He moxer
OBITH BBICTABJICH /IO TE€X IOP, MOKA 3TU U3MEHEHHUs HE CTaHyT OoJiee ABHBIMU (WU
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’Ke TMMoKa He OyAyT NpeasIoKEHBl M JIOKa3aHbl APYrue 3HAUYMMBIC J1a0OpaTOpHBIC
W/WIA  WHCTPYMEHTAIbHBIE OHMOMAapKephl/XapaKTCPUCTUKH). YUUTHIBas, YTO
HE3HAUYWTEIbHBIC WIM CAWHUYHBIC JBUTATEIbHBIC HAPYIICHUS BO3HHUKAIOT JI0
MOCTAaHOBKM JIMArHO3a W HApsAAy C PaHHUMU HEMOTOPHBIMU CHMIITOMAamH, 3TOT
MIEPHO/I JIydIlle Ha3bIBaTh IIpe-TuarHoCTHIeCKOi (a3oii (prediagnostic phase).

YuuteiBas JOKIMHUYECKUE MaToMopdooruueckue uaMeHeHus: OOIIeCTBO
JIBUTATEIILHBIX ~ PACCTPOMCTB ~ PEKOMEHAYET  HUCIOJb30BaTh B HAYYHBIX
uccinenoBanusx bl cieqyronryro TEpMUHOIOTHIO:

1. JloknmuHn4eckas bII —  Hamuume HEUPOJEreHEPATUBHOU
CUHYKJIEMHOMATUH 0€3 KIMHUYECKUX CUMITOMOB (3Ta cTaaus OyAeT OnpeaensaThCs
71a60paTOPHBIMH, MOP(OTOTUYECKUMHU u/unm WHCTPYMEHTAJIbHBIMU

Onomapkepamu 3a00JieBaHUs, KOTJia OHU OYIyT HOCTYIIHBI).

2. IlponpomanbHaa BIl — Hanmnune paHHUX KIMHUYECKUX CUMITOMOB W
MPU3HAKOB JI0 TOT0, KaK BO3MOKHA oOmIenpuHsTas quarnoctuka bII, ocHoBaHHas
Ha KJIACCUYECKUX MOTOPHBIX MPOSIBIICHUSIX .

3. Kimuanueckas bIl — muardos BII Obu1 BeIicTaBiIeH Ha OCHOBAaHHUU HAJIWYUS
KJIACCUYECKUX JBUTATEIbHBIX IPU3HAKOB.

[losiBneHne  pEeTPOCHEKTUBHBIX  Cpe30B  0a3  JTaHHBIX  [EPBUYHOMU
MEJIUIIMHCKONW JTOKYMEHTAIIUU TO3BOJIUJIO JIETAIbHO U3YYUTh BECh CIIEKTP PaHHUX
JIBUTATEJIbHBIX/MOTOPHBIX YW  HEMOTOPHBIX CHUMITOMOB, MPEIAIIECCTBYIOIIUX
pazsututo bBIl. Taxke cuuTaercsi, 4TO OOCTURKEHUS B O0O0JACTU MEPEHOCHBIX
UHCTPYMCHTAJILHBIX TEXHOJIOTHH (aKceIepOMETpHsi, MOOMIBHBIC MPUIOKCHHS) U
JOCTYITHOCTh JTMCTAHIIMOHHOTO TECTUPOBAHUS TOMOTYT OOBEKTUBHO OIICHHBATh
BO3ZHMKAIOIIYIO JBUTATEIbHYIO AUCHYHKIUIO Yy JIUI, MOABEPKEHHBIX pucky BII.
boimn pa3zpaboTaHbl pa3iudHbIe U3MEPHUTENbHBIE YCTPOWCTBA (MPUOOPHI), B TOM
YyKuCAe  NporpaMMHbIC — mpuiiokeHus  (software), koTopele  HCHOJB3YIOT
uH(OpMaALMI0O O ABWXKEHUHM (B HEKOTOPBIX CIy4yasx U pPEuu), MOJYyYEHHYIO C
MOMOIIBI0 CMapTGOHOB U IUIAHILIETHBIX YCTPOWCTB, HA OCHOBE CICIMATbHBIX
JaTYNKOB (aKCEJICPOMETPOB U/UIIA TUPOCKOTIOB), KOTOPBIC U3MEPSIOT (OLICHUBAOT)
MOXOJIKY, OpaIuUKMHE3UIO, JUCKUHE3UIO, TPEMOP M HOYHBIC JABWXEHUS. MHOTHE U3
ATUX YCTPOUCTB JIEMOHCTPUPYIOT BBHICOKYIO YYBCTBUTEIBHOCTD U CHEIU(DUIHOCTH
npu nuddepennuanuu narueHToB ¢ bII 0T KOHTpOJIBHO# TPyNIBI U, BEPOATHO,
OyayT BCE dallle HCIOJb30BAThCS B KIMHUYECKOW MPAKTUKE I PYKOBOJICTBA
nporiecca NpuHATUA pereHud. HecMoTpst Ha ykazaHue TOro, 4To OOBEKTUBHAs
NBUTaTeNIbHAs TUC(YHKIMS BO3HUKAET A0 TOCTaHOBKM jguarHo3a npu bII, B
HaCTOAIEE  BPEMs  CYIIECTBYET  HECKOJIBKO  IPUMEPOB  IMPUMEHEHUS
JMCTAHIIMOHHBIX WJIM MEPEHOCHBIX YCTPOMCTB JIs MPEIBAPUTEIBHON THArHOCTUKU
BII. OcHOBHBIM TpeICKa3yeMbIM TPEMSATCTBUEM SIBISETCS  OOecreueHue

CBOEBPEMEHHBIX HOPMATHBHBIX YTBEPXKICHUM, OMOOPEHHI IJIsi MPOrpaMMHOTO
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o0ecrieyeHruss M YCTPOWCTB, KOTOpPbIE€ COOTBETCTBOBAJINW OBl OBICTPBIM H
HENPEPBHIBHBIM U3MEHEHUSM JIOCTYITHBIX TEXHOJIOTUH.

Mapxkeps! Busyanauzanuu (O®IKT, 19T, TKC)

PagnonyknunHas HeipoBmsyanm3anus (Radiotracer neuroimaging) c¢
nomonisio ODIKT (single photon emission computed tomography (SPECT)) wim
19T (positron emission tomography (PET)) m TKC (transcranial sonography
(TCS)) HeogHOKpaTHO JAEMOHCTPHpOBAJIA CIOCOOHOCTH UG HEPCHIIMPOBATH
naureHToB ¢ BII OT 340pOBBIX JHIOJEH C AOCTATOYHOM YYBCTBUTEIBHOCTBIO M
cnenuUIHOCTHI0. ITU METO/IbI TAK)KE MOTYT MOTEHIUATBHO BBISBISTH MPU3HAKU
cyoximanueckoir BII 1o mocraHoBKM KiIMHMYECKOro auarHo3a. OaHodoToHHas
AMUCCUOHHAasi  KommbtoTepHas Tomorpagus (OPOKT) wu  nmo3uTpoHHas
smuccuonHass  Tomorpaduss (II9T) ¢  ucnonap3oBaHUMEM  CHEIMATBHBIX
paanodapmMipenapaToB IMO3BOJSIOT OLEHUTh COCTOSHUE MPECHHANTHYECKHX
(HUTpOCTpUAPHBIX OKOHYAHWI) M MOCTCUHANTHUYECKHX CTPYKTYp (CTpHApPHBIX
HEUPOHOB). METO/bI SBIAIOTCS BBICOKOTOYHBIMHU, CHEHUGUYHBIMH, MO3BOJSIOT
JMArHOCTUPOBaTh 3a00JieBaHUE HA paHHEW CTaauh, a TakXkKe OTCICKHUBATh
JUHAMUKY IporpeccupoBanusi. OHAKO U3-3a BBICOKOM CTOMMOCTH M TEXHHUYECKOU
CJI0KHOCTHA HCCIICIOBAHUM Ha CErOJHSIIHUM JI€Hb 3TH METOJbl HE HAILUIA
IIMPOKOrO0  MPUMEHEHHsT B KIMHUYECKOM  mpaktuke.  MccienoBanus
neMoHcTpupyroT, yto OPIKT m 19T, kak mpaBwiio, BBIABISIIOT JIBYCTOPOHHHUE
aHOMAQJIMM Yy TMAalMEHTOB € OgHOCTOpoHHEW BII u moryr wuaeHTudULIHUpOBaTH
(BBISIBJISITH) HEMOPAXEHHBIX ONM3HENOB OT marueHToB ¢ BII, y KoTopbhIx mo3xe
pazBuBaercsi bII. Mcnonb3zoBanne ODPIKT, mo3BOJSIET BHICTABUTHh KIMHUYECKHI
nuarao3 bIl, kak mpaBuiio, mociie Toro, Kak HabJII0IA€TCsl CHUYKEHNE CBS3bIBAHUS
¢ (meuensiM) uHaukatropom Ha 40-50%, U B CcpelHEM KaXIblil roj Mocie
MOCTAHOBKM JMarHo3a HaOJIOAAeTCsl CHUKEHUE CBA3BIBAHUS B CTpUATYyME Ha
11,2%. MynbTuTpericepras (noauuHaukaropuas, multitracer (anrm.)) TI9T Takke
MoKasaja yXyAIIEHHE CO BPEMEHEM Y MAIMEHTOB ¢ ycTaHoBieHHOW BII, ogHako
OHa SIBJISIETCS JOPOTOCTOSILEN, ECITM PACCMAaTPUBATh BO3MOKHOCTh UCIIOJIb30BaHUS
B 00JIbIIIMX MacIITabax (KIMHUYECKON MPAKTHKE).

Hanporus, TKC, nemoHcTpupyromasa runepsaxoreHHocts UYC, 1o-
BUIIMOMY, SIBIIIETCSI CKOPEE CTATUYECKUM, YEM U3MEHSIOIUMCS (TUHAMHYECKUM )
Mapkepom. MccnenoBanue Jull ¢ JISTKUMH MPU3HAKAMU TAPKUHCOHU3MA BBISIBUIIO
qyBCTBUTENbHOCTh  91%,  cnemudpuyHocts  82% U MONOKUTEIBHYIO
npornoctuueckyto 1neHHocth (IIT) 93% muarnoctuku runepaxorennoctu YC.
Opnako, oxono 10%  KJIMHMYECKM 30pPOBBIX JIIOAEH  MOTIYyT HMETh
TUIIEPAXOTCHHBIN CUTHAl OT YepHOM CyOCTaHUUMU U JOCTOBEPHO HEU3BECTHO

MMEIOT JIM OHM TMOBBIIEHHBI puck pasButus bIl. TlpocroTta, Ge3omacHOCTs U
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HH3Kasi I1I€HAa METoJa JAaeT BO3MOXXHOCTb €ro HCIOJIb30BaHMS €mE Ha mpe-
MOTOPHOM cTaauu 3a00JeBaHUs, HO pe3yJbTaThl JIOJDKHBI COOTBETCTBOBATH
KJIMHUYECKOM  KapTuHEe  (HaJIU4Yue  Mpe-MOTOPHBIX  CUMOTOMOB).  Jls
IPOTHO3UPOBAHUS M OTCIEXKHUBaHUS TporpeccupoBanus 3aboneBanuss TKC He
MOJKET OBITh HUCIIOJIb30BaHA B CBSI3U CO CTAOMIBHOCTHIO TUIIEPIXOTEHHOTO CUTHANA
OoT 4epHOU cyOcraniuu. Texkyume ycwius Mo YIy4IICHHIO CTaHAapTU3alUd U
konnuectBeHHOro ananu3a TKC u OD@IOKT moryt moBeIcUTh UX 3 ()EKTHBHOCTH
Ha Mpe-TUarHoCcTHUecKon cragauu 3aboneBanusi, npu 3ToM ODIKT c Oombiieit
BEPOSATHOCTHIO IIPOJIEMOHCTPUPYET YYBCTBUTEIBHOCTh K N3MEHEHUSIM.

BBICOKONOJIBHBIE U COBPEMEHHBIE UMITYJIBCHBIE MOcenoBarebHocT MPT
TaK>Ke MOTYT MPEAOCTaBUTh BO3MOKHOCTHU ISl pellIeHUs MPOOJIEeMbl BU3YyaIU3alluu
nporpeccupoBaHusi 3a00JieBaHUs Ha Mpe-nuarHoctuueckor craguu  bBII. B
€UHUYHBIX  HCCIEIOBAHMUSIX  COOOIIATIOCH O  KOppEeIsiUuh  aHOMaJui
MHKPOCTPYKTYP, BBISBIICHHBIX IIpU ITpoBeneHnn MPT, ¢ pesynbraTaMu BCKPBITHSA
U KOJWYECTBEHHBIMH pa3IUUMAMUA MexAy mnanueHtamu ¢ bIl u 3mopoBbiMEu
JULUAMM C TOYKM 3pEHUsA OTIOKEHHs OKejle3a, II0OTEpu HEWpOMENlaHWHA U
u3MeHeHuit B Hurpocome 1 (nigrosome 1). B nmomonHeHWe K eaBa 3aMeTHBIM
CTPYKTYpHBIM HApyLIEHUSIM, NpUMEHEHHE (YHKIMOHAIBHBIX MeTogoB MPT
MOKa3aJIo pa3ianuus B (PYHKIIMOHAJIBHOM CBSA3M 0a3aibHBIX SI€p, aKTUBUPYIOLIEH U
TOPMO3HOM CHCTEMaMH, a TaKXe CBA3b C CEHCOMOTOPHOM 00JIaCTBIO MEXAY
nanreHTaMu ¢ bII m 310pOBOM KOHTPOJIBHOM TPYNIION, HEKOTOPBIE M3 KOTOPBIX
HaxXOJAATCS MO IEMCTBUEM NOITAMUHEPTUUECKUX IIPENApaToB.

CuuaTHrpadus  MHOKAapAa ¢ HCHONb30BaHMeM -  Mera -
nonoensunryanuaguda  (MUBIT,  I-meta-iodobenzylguanidine (MIBG)) B
3HAQYUTEIIBHOM CTENEHU u3y4anach B JSIIOHMM, W MHOIOYHCIIEHHBIE OTYETHI
CBUJETEIBCTBYIOT O CHMXeHUM noriouieHuss MUDBID' cepauem u cpenocreHueM y
nanueHToB ¢ bII mo cpaBHEHUIO CO 310POBOM KOHTPOJIBHOW IPYNION WM JTULAMH
C JpyTMMH JI€T€HEPAaTHUBHBIMM NpPUYMHAMU NapKUHCOHM3MA. IlopaxeHue
CUMITATUYECKOTIO HEpPBA Cep/illa BKIOYAET B ce0sl HEMPEIBUACHHOE OINpeaesiCHue
tenen  JleBu, KoOTOpas, Kak  IOJIAararOT,  SABJSETCA  [1aTOJOTMYECKUM
npenuectBeHHUKOoM pa3Butus bIl. Coobmanock 00 HM3MEHEHMM MOTJIOIIECHUS
MUWBI' y mauueHToB C pSAOM pAaHHUX HEMOTOPHBIX mnpu3HakoB bII, BkiItouas
BEreTaTUBHYIO TUC(HYHKIMIO, PACCTPOMCTBA HACTPOCHUS U CHA, YTO O3HAYAET, U4TO
ATO MOXKET OBITh XOPOILIUM MPe-TUArHOCTUYECKUM BU3YaM3AlMOHHBIM MapKepoOM
BII, oqnaxko He0OXOAUMBI JaILHEHIIINE UCCIICIOBAHUS.

Mapkepbl 0M0JIOTMYECKHUX KUAKOCTE U TKaHEeH

YuuThIBask NPEANOIAracMyl0 LHEHTPAIbHYI0 3HAYMMOCTD O-CUHYKJIEHHA IS
pa3BUTHS 3a00JIEBaHMsI, HEJJABHUE CTPATETUH WCCIEAOBaHUS OMOMapKepoB ObLIH

COCPEOTOYEHbI Ha TIONCKE M XapakTepuctuke (opm Oenka B pa3TUUHBIX
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OMOJIOTUYECKNX KUAKOCTIX W TKaHsAX. PaHee KpoBb paccMarpuBaiach
Pa304apOBBIBAIOIICH MHMIIEHbIO, TIOCKOJIBKY SPUTPOLUTHI CojAepkKaT OO0JbIIoe
KOJIMYECTBO O-CUHYKJIEMHA, CKpPbIBas JIIOOYIO TEOPETHUECKH BO3MOXKHYIO Pa3HHUILY
B YPOBHSIX MEXIy TNalMEHTaMd U KOHTPOJBHOW TpYIIOH, HO ObUIH
MPOICMOHCTPUPOBAHBI HEKOTOPHIE TPYIIOBbIe pasznuuusg s DJ-1, MoueBUHBI,
ButamuHa D u IGF-1. beuio nokaszano, 4To anoiunonpotrenH Al miaa3mbl KpoBU
BBIJICJISIET MMALIUEHTOB OT 3JI0POBBIX KOHTPOJIBHBIX TPYMIl U, YTO UHTEPECHO, TAKKE
KOppenupyeT ¢ AePUIMTOM nepeHocurka nogamuna npu nposeaenun OPEKT y
NallUeHTOB C TUIOCMHEH W ceMeWHbIM aHamMHe30M bBII, oroOpaHHBIX U3
ucciaenosanng PARS.

CuuTaercs, 4YTO CIIMHHOMO3TOBAs KUJIKOCTh (JIMKBOP), CKOpEE BCETO, OyAeT
JEMOHCTPUPOBATh U3MEHEHUS, XapaKTepHbIC JJIs 3a00JI€BaHUs, TPOUCXOAIINE B
rosioBHoM Mosre. Tem He Menee, JIII sBnseTcs MHBa3MBHOW WM JOPOrOCTOSIIIECH
MpOIEAYpOH MO CpaBHEHUIO ¢ 3a00poM KpoBH. [TosTomy JIIT BeposiTHO, OCcTaHETCA
HauOosee MOAXOMMAIICH sl MCIOJIb30BaHUS B KIMHUYECKUX HCIBITAHUSIX U B
KOHKPETHBIX  YCJIOBUSX  KIMHUYECKOW  IPAKTUKW, €CIOM  HE  yAacTes
UJIeHTU(UIUPOBATh (BBISIBUTH) BBICOKOAI(D(PEKTUBHBIA OHOMapKep B CHIBOPOTKE
kpoBu. [loTennmanbabie OMOMapkepsl JIMKBOpa s BII BKIIOYaloT 0-CUHYKIICUH U
DJ-1, npuuem AP42 DOTEHUMATBHO KOPPEIUPYET C  KOTHUTHUBHBIMU
HapylICHUsIMM, a Takke pas3nuuHble (opMbl Tay-Oelka U JIETKWE IEeNu
HelipodunamenTa, omimmyamonme bII  oT aTUNUYHBIX  NAPKUHCOHUYECKUX
pacctpoiictB. OTAenbHO HaOMIOJaeMble HM3MEHEHUSI OHOMApKEpPOB B CIIIOHE
BKJIIOYAIOT CHUKEHUE YPOBHS 0-CUHYKJIEMHA U MTOBbIIIEHUE ypoBHS DJ-1 B ciroHe.

[laTonorust o-cuHykjIerMHa OOHAPY)XMBAETCS BHE LEHTPAIHHOW HEPBHOMU
cucteMbl y nauueHToB ¢ BII (B HEKOTOPBIX clydasix AaKe 10 BPEMEHHU IMOCTAHOBKHU
JMarHo3a) C  HWCIOJb30BaHMEM  PA3IMYHBIX  METOAOB  3abopa  mpoo,
MMMYHOTUCTOXUMHUYECKUX METOJOB B CBEXKHUX U O0paOOTaHHBIX TKaHSX.
Kumeuynuk ObUT mpemsioxkeH B KauecTBe MecTa uHMIManuu mnaroioruu BII, HO
TSDKECTh MECTHOM, SHTEPAJIbHOW CUHYKIEHMHOINATHUU IIJIOXO KOPPEIUPYET C
TSOKECThIO  3a0onieBanus. Kpome Toro, cymiecTByer BapuaOelbHOCTH B
COOOMICHUSIX 0 MOP(OJOTUUECKUX W3MEHEHUSX M OTCYTCTBHE MOHUMAHHUS TOTO,
YTO CleayeT KiacCupUIMPOBaTh Kak MaToyioruio JIeBu, a 4To HEeT. DTO CBSI3aHO C
TEM, YTO TPOSBJICHHUS B KHUIICYHUKE OTIWYAIOTCI OT TOTO, YTO OOBIYHO
HaOJII0/1aeTCsl B TOJIOBHOM MO3T€ TAIlMEHTOB, a TaKXKe MMEET MecTo (hakT, 4To
KOHTPOJIBHBIE JIMI]Aa UMEIOT Pa3IMYHOE OKpaIlMBAaHUE O-CUHYKIJIEMHA. Brpouewm,
MOTEHIIMAJI OMOMAPKEPOB KUIIIEUHUKA MO-TIPEKHEMY CUUTACTCS BBICOKMM U MOXKET
HE OTpaHMYHMBATHCS OTOOPOM O0pasloB TKaHeW. B mocnemHee BpeMs 3HAYMMBINA
WHTEPEC BBI3BAIM OYECBUIHBIC PA3IU4Msl B MHUKpPOOUOTE (eKanuii mareHTOB U

KOHTPOJIbHOM T'PYIIIBI.
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CmroHHBIE JKeJe3bl TAKKE MOTYT ObITh Mepu(PepUIeCKUM UCTOYHUKOM JIJIs
BBISIBJICHUSI TIaToJIoruM, cBsizaHHOM ¢ BII. OnmHako, kak u B ciiyyae ¢ Ouoricuen
KUILIEYHUKA, WHBA3UBHBIM XapakTep W CTOMMOCTH B3ATHs TIIyOOKHUX O0OpasIoB
TKaHEW CIIOHHBIX KEJIE3 WM MOJHON KOJOHOCKONUHU B HACTOSIIEE BPEMS JENAIOT
00a MCTOYHMKA HEMPUEMIIEMBIMHU JJIsI IIUPOKOTO UCTOJIb30BAHUS JakKE B HAYUHBIX
MCCIICIOBAHUSIX. 3HAYUTEIbHBIA UHTEPEC MPEJICTABISIOT padOThl, MOKA3bIBAIOIINE
OTJIOXKEHUE CUHYKJIEMHA B OMOMNTaTaxX KOXH, B3SAThIX Yy maiueHToB ¢ BIL.

TeM He MeHee, y4UThIBas JaHHbIE O BEJIMYMHE PHUCKA, CBS3aHHOTO C
UHAMBUIYaTbHBIMU (paKTOpaMHU pUCKA U PAHHUMHU HEMOTOPHBIMU MPOSBICHUSIMH,
Hawiyylias komMOuHanus (pakTopoB pucka sl nporHozupoBanus BII octaercs
Heu3BeCcTHOW. B HacTosimiee Bpemsi NPEANPUHUMAIOTCS MONBITKH OOBEIUHUTH
(daxTopsl pucka i BII, 4TOoOBI MOBBICUTH MPOTHOCTUYECKYIO CIIOCOOHOCTH
METOJIOB, C KOTOPOM JIIOJAEH C TOBBIMIEHHBIM puckoM bBII  MoxHO
UJICHTU(PUIIUPOBATD.

Psinom uccnenoBareneit Oblia 0OOHapyKeHa CBSI3b MEXY JI€T€HEPAaTUBHBIMU
M3MEHEHUSIMU ceTyaTku U pa3ButueM bII. BrisiBiieHa CBSA3b MEXKy UCTOHYEHUEM
ceTyaTku M morepedl nodamuHeprudeckoil aktuBHoct B UC. PesynbraTh
MPOBEICHHBIX PA0OT CBUJIETEILCTBYIOT O TOM, 4YTO HCTOHYEHUE CETYATKU
MPUCYTCTBYET Ha paHHUX cTaausax bII, koppenupyeT ¢ TsxecTbio 3a00JeBaHUs U
MOXET OBITh CBA3aHO C JodaMuHepruyecko nerenepanueit. Cuurtaercs,
BU3yaIM3alUsl CETYATKU MOXKET ObITh IMOJIE3HA /ISl BBISIBJICHUS MATOJIOTMYECKUX
M3MEHEHHM, BOZHUKAIOINX HA paHHUX craausx bII.

Bonpocsl 1j1s1 CAMOKOHTPOJIS:

1. JlaliTe XapakTepUCTUKY NPEMOTOpPHOM ctaauu bII.

2. Nnentudukaius Uil Ha cCaMbIX PaHHUX CTaIUAX 3a00J€BaHUSI.

3. [lepeuncnure paHHUE KIWHUYECKUE TMPU3HAKK  (HEMOTOPHBIE
MPOSIBICHMUS ).

4, Craauu BIT cornacHo o011ecTBy JBUTaTeIbHBIX PACCTPOUCTB.

5 [Tepeuncnure mapkepst bII npu HENpoBHU3yanU3aUn.

6. HazoBute Ouomapkeps! kuakocteit u Tkanei mpu bII.

7 Posib mpeMoTOpHOM CTailnK B HACTOSIIEE BPEMS.
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I'JIABA Ne 6
KIIMHUYECKASA IUAT'HOCTHUKA

Ha ceromnsmHuii aeHs sBIgeTCS oOmienpu3HaHHbiM, 4to BII — 370
pacnpocTpaHEHHOE HeWpojereHepaTuBHOE 3a00JIeBaHUE, BBI3BAHHOE TMOTepe
nopaMUHEPrUYECKUX HEHPOHOB B KOMITAKTHOM 4YacTH uyepHOM cyOctaHuuu. OHO
XapakTepu3yeTcsi acCMMMETPUYHON OpaJuKuHE3UeH, PUTUIHOCTBIO, TPEMOPOM
MoKos (C OJHOM CTOpPOHBI B HOTE WM, Yalle, PYKE) M TOCTypalbHOU
HEYCTOMYMBOCTHIO (Pa3BUBACTCS TOJIBKO Ha MO3JIHUX CTaAUSAX 3a00JIeBaHus, KOT1a
y)Ke  00s3aTeIbHO  JOJKHBI ~ MPUCYTCTBOBATh  JIBYCTOPOHHHUE  MOTOpPHBIC
HapymieHus).  JIaHHbIE ~ MOTOPHBIE  CHUMITOMBI  (KpoMe  TOCTYpalbHON
HEYCTOMYMBOCTH), KaK MPABUJIO, IMOJOKUTEIBHO PEAarupyrOT Ha TEPANUIO
neBojomnoi. [lapkuHCOHM3M M BTOPUYHBIA MAPKUHCOHU3M - 3TO OoJiee 0OIue
TEPMUHBI, UCTIOJIB3YEeMbIC JJIA ONMUCAHUS JPYTUX 3a00JieBaHUM, KOTOPHIE HUMEIOT
HekoTopele 4epThl bII, B yacTHOCTH, OpagUKUHE3UI0 U PUTHUIHOCTb, HO H
00s13aTeNbHO pyrue HexapakTepHsbie 1 bI1 knuHudeckre nposiBIeHUS.

CuHpoM MapKMHCOHM3MA MOKET ObITh BbicTaBiicH “ad oculos” (Bu3yasbHO)
Ha PACCTOSIHUU, OJIHAKO TOPOM ATO MOKET OBbITh 3aTPYJAHUTENIbHO Ha paHHEU
CTaJuu Jaxe ISl ONBITHBIX clenuanucToB. Ha ceroqHAmanil 1eHb, AMarHOCTHKA
BIl Ha mpe-MOTOpHOW W paHHEW MOTOPHOW CTAIUAX SBISCTCS MUILICHBIO/IEITBIO
MHOTHUX UCCIIEIOBAaHUM BO BCEM MHUpE. Jnaruos
«Knaccudeckoi»/obmenpusHanHoi Bl BwicTaBisieTcs Ha OCHOBE XapaKTEpHOMH
KIIMHUYECKOW KapTHUHBI MOTOPHBIX MpOsiBIeHUN 3a0oseBanus. JlaGopatopHbie u
WHCTPYMEHTAJIbHBIC  HWCCIEOBAHUS JIUIIb [OMOTAalOT HWCKJIIOYUTH  JpYyrue
BO3MOXXHbIE MpuunMHbl napkuHconnudma. Ha 100% gocTtoBepHBIi auarHo3
3a001€BaHUSI MOXET OBITh YCTAHOBJEH MMAaTOMOP(OJOTUYECKH, YTO, OJIHAKO,
HEBO3MOXHO OCYIIECTBUThH MPUKUZHEHHO.

JlnarHoCcTU4YecKyro TPYAHOCTD MPEACTABIISIOT u Ipyrue
HeWpoJlereHepaTUBHbIE 3a00JIEBaHUSI TOJOBHOIO MO3ra, COMPOBOXKIAIOLIUECS
CUHJIPOMOM TMapKUHCOHM3MA. [Ipu 3TOM CTOUT MNOMHUTH, UYTO OOJUTATHBIM
MPU3HAKOM CHHJpOMa TMapKUHCOHU3MA SIBJISETCS Hajdudyue TunokuHesnu. Kak u
MpyU JIPYTHX JIBUTATEIbHBIX pPACCTPOMCTBAX, BO3pACT Hayajga CHUHJIpPOMA
MapKUHCOHU3Ma O€3yCIIOBHO BakeH sl AuddepeHnaabHoro AuarHoza. XoTs
OOJNBIITMHCTBO MAIIMEHTOB — B3POCHbIC, MAPKUHCOHU3M JEHCTBUTEIHLHO MOXKET
BO3HUKHYTh B JETCKOM Bo3pacTe. bIl, ocobenHo gpoxarenbHas (opma
3a0oneBaHusl, OOBIYHO HWMEET TMOCTENEHHOE Hayajlo M OYEHb MEIJICHHOE
nporpeccupoBanue, a (opma ¢ HapylmeHHEM MOXOAKM Ha (hOHE MOCTYypaIbHON
HeyctounBocTu (postural instability gait difficulty (PIGD)) mnporpeccupyer
ObIcTpee ¢ MEHee OJarompusTHBIM MPOTHO30M. [lalMeHThl ¢ paHHUM HaYaJlIoM
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3a0olieBaHMs M TALMEHTBl C JpOXKaTelbHOM  (GopMO#l, Kak MpaBuio,
IPOTrPECCUPYIOT MEJJIEHHEE U C MEHBIIEH BEPOSITHOCTHIO UMEIOT COIYTCTBYIOIIUE
KOTHUTHBHBIE HAPYUIEHUSA, YEM NALUEHTHI C MOCTYPaIbHON HEYCTOWYHMBOCTHIO U
HapyuieHueM moxojku. [lpyrume pacctpoiicTBa  (HampuMmep, BbI3BAaHHBIC
TOKCHHAMH, LepeOpalibHON aHOKCHUEH/TUIOKCHEW WM WH(ApKTOM TOJIOBHOTO
MO3ra) MOTYT MPOSIBISATHCS BHE3AITHO WJIM IPOrPECCUPOBATH ObICTpee (MPUBOAS K
TaK Ha3blBAEMOMY 3JI0KQUECTBEHHOMY NAapKUHCOHU3MY) WM JaXe MOrYT
CHOHTAHHO YJIyYIaThCs (HApUMEp, BbI3BAHHBIEC JIEKAPCTBAMH, ONPEIEICHHBIMU
dhopmamu sHIIehATUTA).

Junarno3 BII ocHOBBIBaeTCcs Ha XapakKTEPHBIX KIMHUYECKUX MOTOPHBIX
yeptax. BHayane y DanMEHTOB MOTYT BO3HUKATh JIMIIb HE3HAUYUTEIIbHBIC
TPYJIHOCTH C UCIOJIb30BAHUEM OJHOW KOHEYHOCTH: 3aMEJICHUE JABWKEHUN W/WiH
TPEMOpP MOKOs M0 TEMUTHUNY (CHayana B OJJHOM KOHEYHOCTH, Yallle PyKe, a 3aTeM
pacripocTpaHseTcs Ha JPYryl0 KOHEYHOCTh ¢ TOH e cTopoHbI). C TeucHHEeM
BpemMeHH, Bce nanueHThl ¢ MBIl mMeroT kinaccudeckyro Tpuamy: TpeMOp MOKOS,
OpaJUKMHE3WI0 W MBIIIEYHYI0 PUTHAHOCTh [0 THUIy 3y04aTroro Koeca.
IlocTtypasibHass HEYCTOMYMBOCTB, KOTOpas BBI3BIBACT HAPYILIEHUE IIOXOIKH U
IPUBOJAUT K 4YacTbIM IMAJECHUAM, MPUCOCAUHSAETCS HA IMO3JHUX CTaJMsIX
3a00neBaHus, MPU HAJUYUHM JABYCTOPOHHEH MOTOpHOW cumnTomaruke. CTOUT
3allOMHUTB, YTO U NPU JABYCTOPOHHUX MOTOPHBIX CHMIITOMAaX BBIPAKEHHOCTH MX
yacTo ocraercss acuMMmerpuyHo. CocTossHue B OOJIBIIMHCTBE  CIy4yaeB
yiIydiiaercst Ha oHe JeUeHUs] MPOTUBONAPKUHCOHUYECKUMH MTpenapaTamu.

BTOpHYHBIN NMAPKUHCOHU3M CIEAYET IOAO3PEBATh Yy MALMEHTOB, KOTOPHIE
HE pearupyroT Ha TEPANHI0 MPOTHUBONAPKMHCOHMYECKUMU Ipenaparamv, U B
OCOOCHHOCTH JIEBOJOINOM, M B ClydyasgXx C CHUMMETPUYHBIMU MOTOPHBIMHU
CUMITOMaMU WM OTCYTCTBHEM TpeMopa TMOKOs (OCOOEHHO TMpU HaJIUYUU
MOCTYPAIBHOTO APOXKaHUs, X0Ts npubauzutenabHo y 30% nanuentos ¢ BIT Tpemop
He pas3BuBaercs). llpuumHamu It pasyMHOTO TOJO3PEHUS Ha JIpyrue
3a0oneBaHus (M HE TOJBKO HEHPOJETCHEPATUBHOW MPHUPOJIBbI) SBIISCTCS HATHYHC
IIPU3HAKOB AaTHUIWYHBIX Ui NApKUHCOHMYECKUX PACCTPOMCTB, HAIpUMED,
NOCTypajibHasi ~ HEYCTOMYMBOCTH HA  pPaHHUX  CTaAMsIX WIM  OBICTpOe
nporpeccupoBanue 3adoneBanus. [Ipu BII mporpeccupoBanne 0OBIYHO MPOTEKAET
HE3aMETHO, B Te4eHHe 5-15 JieT, ¥ B KOHEYHOM CYETE MOXKET IPUBECTH K
CEpbEe3HON MHBATUAHOCTU U cMepTH. [lockonibKy Hayano 3aboeBaHUs HACTyHaeT
B IIO3/IHEM BO3pacTe, MHOTHE IMAalMEHThl YMUPAIOT OT JIPYTHX NPUYUH, a HE B
pesyabtare bBII. beicTpoe mnporpeccupoBaHue 3aboJieBaHus, MPUBOMSIICE K
WHBAJIMJHOCTH WJIM CMEPTU B KOPOTKHE CPOKH, TAKKE SBIIAETCS NPUYMHON IS
UCKJTIOYEHHSI IPYTUX HEHPOJAereHepaTUBHbIX 3a00JI€BaHUN.
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JI1s OLIEHKU CTENEHU TSHKECTH MOTOPHBIX M HEMOTOPHBIX IposiBiieHud blI, a
TaK)X€ JUIsl OLIEHKM CKOPOCTH HPOTPECCUpOBaHUS 3a00JIEBaHUS MCIIONb3YETCS
mkaga MDS-UPDRS. Il u |l yactu maHHO# mIKambl UCHOJIB3YIOTCS JIJIsi OLICHKU
3¢ (HEeKTUBHOCTH TEpaNuy, IPOBOAUMAs C HHTEPBAJIOM B 3 Mecsna. [laHHyro mkamy
MOXHO HCHOJIb30BaTh JJIsI OLEHKU (hapMaKoJIOTHYECKOW MPOoObI C JIEBOJOMOM,
KOTOpasi B CBOIO Oue€pe/lb HCIoib3yercs s auddepeHInanbHO AUarHOCTUKA
Mexnay BIl m cunapoMom mnapkuHcoHu3ma. [[ns mpoBedeHHs NaHHOM MpoObI
MAIUEHTY HEOOXO0AUMO BBIMUTH 250 MT JIEBOJOMBI B paCTBOPEHHOM BuUE (70 WK
yepe3 14 mocne ensr), u depe3 30 muH-1 yac onenuBaeTcs PQeKT mpenapara.
BpemenHo, mnepen mpoBeleHHEM TpOObI, JOKHBI ObITh OTMEHEHBl BCE
IPOTHUBOIIAPKUHCOHUYECKHE MpernapaTel. Takke MOKHO PEKOMEHJ0BATh IPUEM
nomnepugona 20 mr mo It BHyTps 3 pa3a B J€Hb C LEIBI0 NMPEAYNPEKICHUSL
TOHOTH. CTOMT MOMHUTH, YTO JaHHas mpo0a MOXKET JaBaTh Kak
JIO’KHOMOJIOKUTENNbHbIE (YMEHBIIEHUE MOTOPHBIX CHMIITOMOB Yy JIHI C Ja0(a-
3aBUCUMOI JUCTOHMEN), TAK U JIOXKHOOTPHILIATENIbHBIE (CHUKEHUE d(PPEKTUBHOCTU
mpernapata  M3-3a  CONYTCTBYIOLIMX  HapylWEHUH  (KeIyA0YHO-KUILEYHBIX,
Hanpumep). BBuay storo, ee 11enecoo0pa3HOCTh SIBISETCSI COMHUTENBHOM NpU
SBHBIX, JOCTOBEPHBIX KIMHWYECKHX Mpu3Hakax bII m He pexomenayerca mis
PYTHUHHOW JUArHOCTUKH.

VYuuTsiBas ciydau HapylieHusi 00OOHAHMS y mauueHToB ¢ BII yxe Ha paHHel
cTaauu 3a00JieBaHuUs, a TaKXKE HAa MPE-MOTOPHOM CTaJuu, HEKOTOPOE 3HAYEHUE
MOET UMETh OLIEHKa (DYHKIIMOHUPOBaHUS 00OHSHUSA. OQHAKO M IIPU HEKOTOPBIX
Apyrux HewpoaereHepaTUBHBIX 3a0oneBanus (Hampumep, MCA, JIUIT, BA) takxke
MOXXET CHWXaTbcd O0OOHsHME. [l OOBEeKTUBH3ALMMU PE3YJIbTATOB OLIEHKU
OOOHSIHMSI MOTYT MCHOJb30BaThCS pa3UUHbIe OOOHSTEIbHBIE TECThl (TECT
[MencunsBanckoro yausepcutera (University of Pennsylvania Smell Identification
Test), nanpumep, u Apyrue).

VY maureHTOB ¢ CHHAPOMOM MTapKUHCOHU3MA, KOTOPBIN Pa3BUIICSA B MOJIOAOM
BO3pacTe, CTPOro OO0S3aTENIbHBIM SIBIIAETCS HMCKIIOYEHUE TeNaTOJECHTUKYISPHOU
nereneparun  (I'JI], OGome3np Bunbcona). DTo gocTHraercss HCCiISAOBAHHUEM
YPOBHSI LEPYJUIOIJIa3MMHA W MEIW B KPOBH M YpPOBHA MeAM B Moye (JIydlle
ABaXIbl, C pa3HULEH B 2 HEJeNu), a Takxke OOCIeIOBaHHUEM POTOBHUIBI IpU
IIOMOLIM LIeeBOM JaMIibl U nposenenueM MPT I'M. B coMHUTENBHBIX Cityyasx, a
TaKkKe [ Jy4yllero MOATBEPXKIEHUS JAaHHOTO JuarfHo3a Heo0xoauma
KOHCYJIbTALIMS T€HETUKA W/WIIHM MPOBEJCHUE OMOIICHUU TTEYEHHU.

[Ipu momo3peHnH Ha HACIEACTBEHHYIO (OpMY 3a00JIEBAHMS TAKXKE MOXKHO
HanpaBuTh naureHTa Ha JIHK-rectupoBanue.

MPT u KT ronoBHoro mosra MmpOBOAMTCS C LEJNbI0O MCKIIOUYEHUS APYTUX

3a00€BaHUN,  COMPOBOXKIAIOIIUXCA  CHHIPOMOM  TapKWHCOHU3Ma. llpum
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nposeaeanu pytuHHoro MPT I'M Ha panHUX cTaamsix 3a00J€eBaHUS TATOJOTUN HE
oOHapyxuBaeTcsi. Ha cerogHsmHuii JeHb, MNPOBEACHUE UCCICIOBAHUS Ha
BbICOKOTIOILHOM (3 1 Oonee Tecna) MP-tomorpade B pexume SWI no3Bosser
O0OHapy>XUTh U3MEHEHHUSI B 00JIaCTH YEPHOU CYOCTaHIIMU — OTCYTCTBUE ‘“‘CUMIITOMA
XBOCTA JIACTOYKH *, KOTOPBIM 0OHAPYKUBACTCS B HOPME.

MeToabl 00beKTUBH3ANUHN MOTOPHBIX cMMITOMOB BIT

CraHgapTHbIA ~ HEBPOJOTMYECKUHA  OCMOTpP  IO3BOJIIET  JTOCTOBEPHO
JMarHoCTUpoBaTh MoTopHbIe cumnToMbl BIIL. [Ipu 3TOM paspaboTaHsl ciemyromue
crienu(pUYECKre KIMHUYECKUE TPHUEMBI I BBISBJICHHUS CKPBITOTO APOXKAHUS Y
MTaIIMCHTOB:

. PHCOBaHUE CITUPAITU WK CHHYCOUIBI,
. HAJTMBAHUE BOJBI U3 YAIIIH,

o TECT C MaHeNblo, uMerolel 9 orBepcruii (9- hole pegboard test),

o TecT nabupunta ['nbcona,

. TecT XEepPCOHCKOro (M3MEHEHHUE MOYepKa MPH MUChME C 3aKPBITHIMU

rJla3aMu), HAJI0)KEHHUE IIUPOKOTO JIMCTa OyMaru Ha KUCTh BBITSAHYTOW BIEpe pyKU
00JIbHOT O, TJ1a3a, KOTOPOIO, 3aKPHITHI.

OnHAaKO 3TH TECTbl OCHOBaHbl HAa UX CYOBEKTHBHOM OILIEHKE IAallMEHTOM
W/WIYM  BpauoM HAJIU4YMSI/OTCYTCTBUS TpPEMOpA, a TakkKe HE MO3BOJISIOT
KOJIMYECTBEHHO OLEHUTh YacCTOTY U aMILUIUTYAY TpEMopa.

Pa3paboTanbl COOTBETCTBYIOIINE ONMPOCHUKH (IIIKAJIbI) AJIsI OIEHKHU BJIUSIHUS
TpeMopa U APYruX MOTOpPHbIX cUMNTOMOB bBIl Ha KadyecTBO *U3HM MALUEHTA.
HecstubannpHas peUTUHrOBas IKaja, HampuMep, KOTOpas 3aloJHIeTCs
NAlMEHTOM W/WJIM BpayoM, HCHOJB3YIOTCS ISl OLEHKM BEJIIMYUHBI TpEeMopa.
Cunraercs, 4TO AOCTOBEPHOCTh JAHHBIX, MOJYYEHHBIX C MX MOMOUIBIO, BECHMA
COMHMTEIbHAS BBUAY CyOBEKTHBU3MA UCCIEA0BaTENeH/TallueHTOB. TeM He MeHee
MX YacCTO UCHOJIb3YIOT B KJIMHUYECKHX HCCIEIOBAHUAX B CHUJIy CBOEHU MPOCTOTHI.
Jisi 0OBbEKTUBHOM OLIEHKH BBIPAKEHHOCTH TPEMOpA TECTUPOBAHHUE IMPOBOJIUTCS
OAHUM M TEM K€ ‘‘3aCJIEIJICHHBIM~ HCCJIEAOBATEIEM TIPU JTUHAMUYECKOM
HaOmroneHny 3a maieHToM (-amu). CamoolleHKa TpeMopa IO PEHTHHTOBBIM
[IKaJaM Tak)Ke HE Halllla IMIMPOKOI0 MPUMEHEHUS, XOTs PE3YIbTaThl, NOJyYCHHbBIE
y 00y4YEHHBIX MALUEHTOB, CYUTAIOTCS IOCTATOYHO JTIOCTOBEPHBIMH.

B nHacTosiiiee Bpemsi cyliecTBEHHas pojib B OOBEKTUBU3ALMU TpeMopa s
npoBeaeHust quddepeHnnanbHOl TUAarHOCTUKK OTBOAMTCS MHCTPYMEHTAbHBIM
METO/aM, PETUCTPUPYIOUIUM TMEpeMElIeHNEe TMOpPaXEHHBIX YacTell Tena mpu
npoxanuu. OHU NpeaCcTaBlIeHbl MEXaHU4YecKuMu cuctemamu, OMI', onTuueckumu
METOaMH, watopmMamMu C TE€H304YBCTBUTEIbHBIMU JaTYUKaMH,
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aKceJepoMeTpueii, KOMITBIOTEPHBIMU 3ajadaMu cliexxeHust (computer tracking
tasks), rpaduueckumMu ITUPPOBBIMHU TUIAHIIICTAMU, HHPPAKPACHBIMU CEHCOPHBIMU
cuctremamu (Mak- pediekc) (infra- red sensor system — Mac- reflex).

[ToBepxnoctHas OMI" ucnonb3yercs Ayt u3ydeHus: Tpemopa ¢ konna XIX
BeKa. MeTo/ OlleHUBAeT CYMMApHYIO aKTUBHOCTh TOJIbKO MBIIII- aHTAarOHUCTOB,
KOTOPBIE BBI3BIBAIOT TPEMOpP TMOpaxkeHHOW oOijactu. Y marueHntoB ¢ BII 3ammch
OMI' xapakTepusyeTcsi peryysipHbIMU 3a71M000pa3HBIMU BBICOKOAMILIUTYAHBIMHU
BCIBIIKAMUA OCUWUISIIMN B BHUIE «Madek» N0 3- 7 B CEKyHIy, YTO JEJAeT
MOX0KEH TpeMorpaMMy Ha PETyJIIPHYIO CUHYCOUTY.

OnTuyeckre CUCTEMbl OCHOBAaHBI Ha MCIOJB30BaHUM JIA3EPHOTO U3ITYYCHUS
U PETUCTPUPYIOIIUX YCTPOUCTB, KOTOPBIC MPEJACTABICHBI CIEKJI- ONTHYECKUM U
onTU4YeckuM metoaamu. K HeoctaTkaM METOJIOB CJIEAYET OTHECTH BO3MOXKHOCTh
perucTpanuy JBUXKEHUN JIMIIb B 2- X TUIOCKOCTSX, CJI0KHOCTh KOHCTPYKIIUU U
WHTEPIPETAINH ITOTYYECHHBIX TaHHBIX.

[InatdopMbl ¢ TEH30YYBCTBUTEIbHBIMM  JaTYMKAMH  OOECIEYMBAIOT
PETUCTPALUIO YCUIIUSI B U30METPUUYECKOM PEKUME C MOCIEIYIOIIUM BbIAEICHUEM
OBICTPOTO0 HEMPOU3BOJBLHOIO KOMIIOHEHTa (TpeMopa) U3 MOJYyYEeHHOW TPaeKTOPHUH
¢ mnomompio mpoueaypsl MATLAB “wden” u ero »sHEpreTHYECKHMM U
(bpakTaibHBIM aHAIU30M, YTO, OJTHAKO, HE JaeT UH(pOpMAIUU VISl CTIeI[UaInucTa 00
OOIIETIPUHATBIX M IMIUPOKO M3BECTHBIX (DU3UYECKUX YACTOTHO- BOJHOBBIX
XapaKTePUCTUKAX APOKAHUS.

Akcenepomerpus

OTHOCHTCS K COBPEMEHHBIM METOJIaM perucTpanuu Tpemopa. OHa OCHOBaHa
Ha PErucTpallid YCKOPEHHS, KOTOPOE€ HMEET MECTO MpH J000M JIBHUIKEHUH,
CHenualbHBIMK JaTYMKAMH — aKcellepoMeTpaMu. MexaHu3M UuX JIeUCTBUS
3aKJTFOYACTCSl B YyBCTBUTEIBLHOCTH K YCKOPEeHHIO. Hanmmune yCckOpeHUs! BBI3BIBACT
W3MCHEHUE  COCTOSHMSI  Jarduka ¢ (OPMHPOBAHHEM  OIPEACIICHHOTO
AIIEKTPUYECKOTO CUTHAJIA B ONPEAETICHHON TUIOCKOCTH YCKOPEHUS.

[Ipu Tpemope mnopakeHHas dYacThb Teja KoJIeOJeTcss ¢ OmpeaeIeHHON
CKOPOCTBIO (YCKOpPEHHEM), YTO BEAET K aKTHBHOCTH naTdyuka. [IpuHImn paboTs
aKcelepoMeTpa OCHOBaH Ha BTOPOM 3aKOHE JBIKEHHS HbBIOTOHA, KOTOPHIi
BBIpAKAETCS CIEAYIONMIEeH PopMyIIoi:

F=mxa,

rne F — cuma (H), H — HbloTOH; m - Macca (KT); a — yckopeHue (M/c2),
KOTOpPOE U3MEPSETCS B METPax, JICJICHHBIX HA CEKYHy B KBajpare.

Jnst  TpaHchopManuu  DIEKTPUYECKUX CUTHAJIOB, TOJyYaeMbIX TIPH
JBWDKEHUW JIaTYUKOB, B NU(PPOBBIE WU WX BBOJA B KOMIIBIOTEP HCIIOIB3YIOTCS

aHajoroBo- U(pPOBBIE TpeoOpa3oBaTeNH, a ISl MOWCKA JIaHHBIX O YacTOTe
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rapMOHHK, (GOPMHUPYIONIHUX KoJeOaHHe KOHEYHOCTH, H UX BBIPAKEHHOCTH, a TAKIKE
Py TMOCTPOCHUM Tpada BPEMEHHBIX JHArpaMM KPUBOW TpeMopa ISl OLCHKU
BOJIHOBBIX XapaKTEPUCTHK JApoxkaHus - ObicTpoe Dypwe-npeodpazoBanue (Fast
Fourier Transformation, FFT). [Tpu IPOrPaMMHOIA 00paboTKe
3apEerMCTPUPOBAHHOTO  CHUTHAlNAa  MOJYYalOTCs  OJHOYACTOTHBIE  W/WIK
MHOTOYACTOTHbIC (B 3aBUCHMOCTH OT 3THOJIOTUHU JPOXKAHUS) CHCKTPBHI TPEMOPA,
KOTOpBIE MIPE/ICTABICHBI Ha PUCYHKaX 2.6—2.7.

0,09 -

0,00 \MMWW Natd Y At

| ' i

o S 10

Ocpb X —yactota apoxanus (I'), och Y — ammuutyaa (ex.)
PucyHok 2.6 — EfuHU4YHBIA rapMOHMYHBIA KOMIIOHEHT c0 ciiekTpom I1/{
yactoToii 6,8 I'ny u ammuuryaoii 900 en (mamuent H., 54 aer, 3T, cobcTBeHHOE
Ha0J/I1I01eH1e)

0,2-

o 16

Ocpb X —yactota apoxanus (I'n), och Y — ammuutyna (ex.)
Pucynok 2.7 — Tpexrapmonndeckuidi KOMnoHeHt I1/[ ¢ MHOr04acTOTHBIM
cnekTpom: 5,2; 10,6 u 16,0 I'uy (manuent b., 48 ner, BII, co6cTBeHHOE
Ha0JII0/IeHHE)

[lepBas  myOnuKanus, TOCBSIIEHHAs  KIMHUYECKOMY  IPUMEHEHUIO
aKCeJIepOMETPUH IJIs OLIEHKH MOTOPHBIX nposasieHui bII natupyercsa 1970 rogom
(aHTJIOSA3BIYHOE MEIUIIMHCKOE H3AaHue), a B pycckos3bldiHOM — 2006 romoMm.
Bbicokast cTOMMOCTh JTaTYMKOB B TEYEHHUE JIOJITOTO BPEMEHU SIBISUIACH (PAKTOPOM,
OrpaHUYMBAIOIIMM pa3BUTHE JaHHON MeToAauKku. OJIHAKO 3a MOCIEAHHUE TOJbl UX
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[IeHa 3HAYUTENIbHO yMEHbIIWIachk. B HacTosiee Bpems Ha 0a3e akceIepoMEeTpoOB
CO3/1aHbl Pa3HOOOpa3HbIe MPUOOPHI I MOHUTOPUPOBAHUS HE TOJIBKO TPEeMopa, HO
U JIpYruX MOTOPHBIX NosiBiicHW BII B qOMamHUX YCIOBHUSIX U JUISl IMTEIBHOU
MHOTOKAaHAJIbHON aMOyJIaTOpoi aKceIepoOMeTpHH.

Co3nanne mpuOOpPOB, OCHOBAHHBIX HA HCIIOJIb30BAHUH AaKCEIEPOMETPOB,
paccMaTpuBaeTCs NEPCHEKTUBHBIM M SKOHOMHUUYECKH ONIPaBJaHHBIM HANPABICHUEM
JUISL paHHETO OMpeAesieHUsI MOTOpHBIX TposiBaeHud BIT (TpeMopa, CKOBaHHOCTH U
HapylIEHUsl MOXOJKH) Yy JIMI TPYII PHUCKA Pa3BUTHS JaHHOrO 3a00JIeBaHUS.
N3yuenne aunamuku npoduined duznyecko akTUBHOCTH y Jiuil ¢ BII Ha ocHOBe
aKCeNepOMETPUU  TO3BOJSET MOJydaTb OOBEKTUBHYIO HMH(pOpMALHUIO 00
7 (PEKTUBHOCTH MEAMKAMEHTO3HON U HEMEIUKAMEHTO3HOU Teparnuu.

B pe3ynpraTe KIMHAYECKOTO MCHOJIB30BAHMS METOJA aKCEJIEPOMETPUU
OBLTM MOJIYYEHBI CIIEYIOUIME YACTOTHBIE XapaKTEPUCTHUKU Pa3IMYHBIX BUIOB
TpEMOpa, UX pe3yabTaThl MpeACTaBICHBI B Ta0OMIe 1.1.

Tabmuma 1.1 - TunuyHas dYacTtoTa pa3jdUYHBIX BHJIOB JIPOKAHMUS,
MOJIYYSHHBIX TIPU MPOBEJCHUHU aKCEIEPOMETPHUH.

JAnarno3s Yacrora, I'u Bua tpemopa
VY cuneHHsli 6- 10 [TocTypanbHbIii
(U3HOTOTUYECKHUI TPEMOP
Tpemop npu BIIT 4- 6 [Tokost 1 mocTypanbHBII
oT 6- 9 [TocTypaJibHBIM U KHHETUYECKUI
OpTocTaTudeckuii TpemMop 12- 15 [TocTypanibHbIi
[epebemnspHbIil TpeMOp 1- 3 Kunernueckuit
Tpemop Xonmca 1- 3 [Tokost 1 KHUHETUYECKUM
JucroHnyeckuii TpemMop 1- 9 [TocTypaJIbHBIN U KHHETUYECKUI
Heiiponatuueckuii TpeMop 2- 9 [TocTypanibHbIi
Tokcuueckuit TpeMop 2- 9 Crnenuduueckuii BUI HE

oOHapy>KeH

[IcuxoreHHbIi TpeEMOp 2- 9 [TocTypasibHbIH

Jlannble, npuBeAeHHbIEe B Tabiuue 1.1, CBUAETENBCTBYIOT O TOM, YTO NpHU
00JbIIMHCTBE 3a00JIEBaHUN CIIEKTP 4YacTOT Tpemopa mepekpbiBaeTcs. Jlumib
OpPTOCTAaTHYECKHUI TpeMOp UMeeT cenupuiIHyro yactoty 12- 15 I'm.

CTrouT OTMETUTh, YTO METOJOM aKCEJIEPOMETpUU ObLUTM OOHAPY>KEHbI
pasHble BUIBI Tpemopa y mnauueHtoB C¢ bII. M3BecTHO, 4TO TpeMop IOKOS —
tunuuHbli npusHak bII. OnHako, mocTypanbHOE ApoKaHUE yalle siBisieTcs 0oee
VHBAIMAW3HAPYIOIIMM, YE€M TpeMop IoKosA. lccnenoBaHne moOCTypajgbHOIO

IpOKaHUsI METoAOM akcenepomerpun npu bII BeisiBHIIO ABa BHAa TpeMoOpa,
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paznuMyaromuMxcsi MO0 BPEMEHW 3aJC€pKKH Hayaja €ro IMOSBJICHHUS IOCIe
BBITSTUBAHUSL pyKU Broepen. Tak y psaa NalUMEHTOB IMOCTYypalbHOE IPOXKAHUE
pa3BuBajoch cpa3y (0e3 3amepkKd), a y JpYyrol Kareropum - SBISIJIOCH
OTCPOYCHHBIM, BO3BpaTHBIM TpeMOpOM TMoOkKos (re- emergent rest tremor),
MOCKOJIBKY BO3HHUKa0 B cpeaHemM yepe3 10 cexynp (BmioTh 10 47 CEeKyH[) mociie
BBITATMBAaHUA PYKH Hepesn TyjoBuiieMmM. Yacrora ero coBmajaja C 4YacTOTOH
TpeMOpa TMOKOSl, M aMIUIUTyJa TaK Ha3blBAEMOr0 IOCTYpPajJbHOE JIPOKAHUE
yMeHbIiasiach mojJ BiausHueM JIODA- copepxkammx mnpenapatoB. B ciydae
OTCYTCTBUS 3aJCPKKH B TMPOSBICHUU MOCTYPAIbHOTO JPOKAHHUS HEOOXOIUMO
0oJiee THIATENIBHO U3YYUTh (PU3NYECKUE XapaKTEPUCTUKU 3TOTO Tpemopa (4acTora,
YHCJIO YACTOTHBIX MUKOB U JIp.) Uil uckiatoueHus: coueranus DT u BIL.

Jlns aHanu3a BOJIHBI TpEMOpa MO BPEMEHHBIM JHarpaMMmaM HUCIOJIb3YETCs
BU3yallbHas OLIEHKa BHUJA AaKCEJIEPOMETPUUYECKONM KPUBOM ApOXKAHUSA C
BBIJICTICHUEM CJICAYIOIIMX €€ JIBYX TUIOB: A) HapacTarolasi 1 HeHapacTarolasi, b)
HeperyJsipHas (HepaBUIbHAs) U CUHYCONOA00Has (IpaBUiIbHAs ).

2 | SR A LS PRy BRLER PEUR ERLE R A (R I ) PRUES LY FELW PRLET R LS FRUSS PRI R |
-2 0 2 ¢ 6 2 1012 14 16 18 20 22 24 26 28 30 32 3¢ 36

Ocp X — BpeMst perucTpaiuu (CeKyH/Ibl), OCh Y — BBIPQXKEHHOCTb JpOKaHus (€]1.)
Pucynok 2.8 — Hapacramomee I1/] (Bo3BpaTubiii TII). Ilocje npunsTus
YacThI0 TeJIa MOCTYPAJIbHOIO0 MOJIOKAHUS AMILTUTY/AA APOKAHUS
3HAYNTEJIbHO YMEHbIIAETCS, a 3aTeM XapaKTepu3yeTcs MOCTeNneHHbIM
yBesmueHueM (re—emerging tremor) (mauuent K., 62 roaa, BII 3 roaa,
COOCTBEHHOE HA0II0/IeHNE)
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Ocu X — Bpems peructpainuu (CEKyHIbI), OCh Y — BBIPAKEHHOCTb JpOKaHUs (e]1.)
Pucynok 2.9 — Hecunycouanblii TpemMop. JposkaHue HOCUT HeperyJIsipHbIi
xapakrep (mamuent I1., 49 jeT, mocTtypajbHoOe IpPo:KaHUE MPU PACCESIHHOM

CKJIepo3e, COOCTBEHHOE HAOII01eHUe)

o |l P51 T P B RS DAY ERAE WL S EALER) Y3 K FRLE RS BLEd P P R IS L
-2 0 2 L3 & 2 10 12 14 16 18 20 22 24 26 23 30 32 3¢ 36

Ocp X — BpeMst perucTpaiuu (CeKyH/Ibl), OCh Y — BBIPQXKEHHOCTb JpOKaHus (€]1.)
Pucynok 2.10 — Cunycouanbiii Tpemop. /[poskaHue HOCUT peryJasipHbIH
xapakrep (mauuent I'., 58 ser, BII, nocrypanbHoe Apo:xaHue, COOCTBEHHOE
Ha0J/II01eH1e)

Takum 00pa3omM, akceIepoOMETPUM MOXKET HIUPOKO HCIOJIB30BATHCSA IS
MOJIy4eHUs] 00OBbEKTUBHON MH(OpMaIuu 0 MOTOpHBIX mposieHusx bII (manubie o
4acTOTe, aMIUIUTYAE M BOJHOBBIX XapaKTEPUCTHUKAX APOKaHUS, BBIPAKEHHOCTH
CKOBaHHOCTH M [Ip.). OTOT METOJA SBISIETCS HauOoJiee TMEepPCIEeKTUBHBIM U3
CYIIECTBYIOIIUX Ha JJAHHBIA MOMEHT MHCTPYMEHTAJIBHBIX CIIOCOOOB IMarHOCTHUKHU
MOTOpHBIX TposiBieHnid BII u MokeT HCHoib30BaThCs KaKk HAa amMOyJaTOPHOM
rpuemMe, Tak U JJIsi CyTOYHOTO MOHUTOPHUPOBAHWS MOTOPHBIX HApYyIIEHUW B
MMOBCETHEBHOMN JKM3HU TMAIMEHTOB I JUATHOCTUKA U OIEHKH 3()(PEKTUBHOCTH
JIEKaPCTBEHHOW TEPAMUHU.
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B Hacrosimiee Bpemsi 1 AuarHocTuku BII mcnmoab3yrores Kpurepumn
0aHka rojoBHoro mosra Qomecrsa 0oJsie3un Ilapkuncona BequkoOpuranum,
COCTOsIIME U3 3-X 1IaroB:

1)  Kputepuu AMarHOCTUKHU CHHAPOMA MAPKUHCOHU3MA:

['MnokuHe3uss B COYETAHWH KAaK MHHHUMYM C OJHUM M3 CIEIYIOLIUX
MIPU3HAKOB!

o Tpemop nokos (4-6 ')

J MBIIIEYHAs] PUTHIHOCTh

J HocTypajgbHasi HEYCTOMYMBOCTb (HE CBfA3aHHAs C  JIPYyTUMHU
HapymeHusivua [THC wm [THC)

2) Kpurepuu, noareepxmaromiue BII:

J OJIHOCTOPOHHEE HAYAJIO

J TPEMOP NOKOS

o MpOrpeccupyollee TeUeHUE 3a00JIeBaHM

o COXpaHEHUE AaCUMMETPUU CUMIITOMATUKH [0 MEpE MPOTrPECCUPOBAHMS
3a0oJieBaHus ¢ IpeoliaaHieM Ha IEPBUYHO-BOBJIEUEHHON CTOPOHE

o BBIPAYKECHHBI ITOJIOKUTENIBHBIA OTBET HA TEPAIHUIO JIEBOIOIION

. HaJM4Yhe MOTOPHBIX (QUIIOKTyauuid Ha (oHEe mpuemMa NpenapaTroB
JIEBOJOIIBI

J 3¢ (HEeKTUBHOCTH TEpAUM JIEBOIOM B TeueHue 5 u bonee Jert

o JMTenbHoe TeueHue 3aboneBanus (10 u 6omee ner)

3)  Kpurepuu uckimodueHus (MM TaK Ha3bIBAGMBIC «KpacHbIC (haruy):

o noBropHsie OHMK B anamHe3ze

° MHOxecTBeHHble UMT B anamHese

o CEeMENHBII XapakTep 3a00JIeBaHUS

° sHIIe(aTUTHI B aHAMHE3E

J MO3KE€YKOBBIE 3HAKH

o nMpaMuHbIe 3HaKu (cuMnToM baGuHCKOro)

o OKYJIOTMPHBIE KPU3bI

. IIPUEM HEHPOJIENTUKOB HA MOMEHT MOSBJICHHUS] CAMITOMATUKHU

o JUTUTENIbHAs PEMUCCHUS

o OJIHOCTOPOHHSI CUMITTOMAaTHKA Ha MPOTSHKeHUH Oosiee 3-5 met

. CUMMETPUYHOCTh CUHAPOMA MapKUHCOHU3MA

o napajivy B3opa BHU3

o BBIPKCHHBIC OYTHL0apHBIC HAPYIIIEHUS B TIEPBBIE 5 JIET 3a00JIeBaHUS

. MOSIBJICHUE paHHEW NOCTYypallbHOW HEYCTOMYMBOCTH (B TMEpBbIC 3

FO,Z[a) C 4aCThIMU ITaACHUAMU
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o BBIpaKEHHAsI U OBICTPOIIPOTPECCUPYIONIAsl BET€TaTUBHASA JUCHYHKITUS

° aTpodus Mo3KeuKa uiu coodmaromasics ruapornedanus Ha KT/MPT

° KOHTAKT c TOKCHYECKUMU BEIIECTBAMH, BBI3BIBAIOIIMU
MapKUHCOHU3M

° OTCYTCTBHE ITOJIOKUTEIBHOTO 3P deKTa Ha TeParrio JCBOIOIOM

° OTCYTCTBHE XapaKTEPHBIX MOTOPHBIX CHMIITOMOB B TICPBBIC 5 JIET
3a00J1€BaHUs

° PaHOPA3BUBAIOIIASICS M OBICTPOIIPOTPECCUPYIOIAS TIEMCHITUS

XoTs, cornacHo nyonukauuu Ha Lancet, nemeHnus Obula yaajneHa Kak
KpuTepuil uckitodeHus bII, maxe ecim OHa SBISETCA IEPBBIM CHMIITOMOM.
[TogoOHO TOMY, KaKk MHOTME HEMOTOpHbIE mpusHaku BII moryt mposiBUTBCS A0
MIOSIBJICHUS MOTOPHBIX IPU3HAKOB, JEMEHLHS MOXKET TaKK€ MNPOSABUTHCI 10
MOTOpHOr0 Hadana. [lo MeXayHapoIHBIM JaHHBIM, MAIMEHTOB C JUArHO30M
JEMEHIIUS ¢ TeybllaMu JIeBU Takxke cleayeT paccMarpuBaTh kak Ooseromux b,
€CJIi OHU COOTBETCTBYIOT JAPYTUM BBILICIPUBEACHHBIM KPUTEPHUSIM OOJIE3HU
[TapkuHcona OO61iecTBa ABUTaTENbHBIX PACCTPOMCTB.

Bonpocsl 17151 CAMOKOHTPOJIS:

1. Ha ocroBanuu yero BeicTaBiasgeTcsa quaraos bII1?

2. Kaxkue WHCTPYMEHTAJIbHbIC JTAaHHBIE HEO0OXOIUMBI TUTSt
MOATBEPKAEHUS nAuarHo3a bII?

3. Kakue BuAbI TOCTYpaIbHOTO APOKAHUS MOTYT OOHAPYKHBATHCS MPHU
BIT?

4, UYro Takoe kpuTepuu 0aHka roJoBHOT0 Mo3ra BenukoOputanuu?

5. Kakoin cumnrom, xapaktepHbld mia  bII, mMoxHO yBHAETH IpH
nposeaean MPT I'M (3 u 6onee Tecna)?

6. Kakue cyiecTByrOT BCIOMOTATENIbHbIE KPUTEPUH, TTOATBEPKAAIOIINE

Hanuuue BI1?
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TJIABA Ne7
KJIUHNYECKASI KAPTUHA BII C TOUKHU 3PEHUS
TN ®PEPEHIMAJIBLHON TUATHOCTUKH

JInarso3 nmapKrHCOHM3Ma 4acTO Cpa3y CTAHOBUTCS OYEBUIHBIM IIPU IIEPBOM
KOHTAKTE ¢ MalieHToM. MackooOpa3HO€e BBIPAKEHUE JIUIA, TUXUN TOJI0C, TPEMOP
IIOKOSI, CKYAOCTb JBHM)KEHUM, IIapKarolmas IOXOJKa M COrOeHHas Io3a cpasy
CO3/Ial0T TIEpBOE BMEUaTICHHEe O MapkuHcoHu3Mme. [lnsg auddepeHunanbHON
JUAarHoCTUKu Mexay bIl m cuHApOMOM IMapKMHCOHM3MA Bpad JOJDKEH IPOBECTU
JETAIBHYIO OLEHKY COMAaTHYECKOI0 M HEBPOJIOTMYECKOIO CTaTyCOB ITALMEHTA,
UCKJI0Yast ItoO0ble HeTunuuHble 111 BI1 ocobennocT.

['mnmomumus 4acto sBisercs paHHuMm npuzHakom bII. Ho wunHorma vy
NAIMEHTOB BBISBIIAIOTCS IIMPOKO PACKPBITHIE IJ1a3a, TPEBOXKHOE, 00ECIIOKOCHHOE
BBIpOKECHHE JIMIIA W3-32 HAXMYpPEHHBIX OpoBed (“mpu3Hak procerus” (MpU3HAK
MEPEHOCHIIbl)) U TIyOOKUX CKJIAJOK Ha JHIEe, 4To Oosblie yka3zbiBaeT Ha [IHII.
Yactora MOpraHvii OOBIYHO CHHIKAETCSA, XOTS TakK€ MOIYT HaOI01aThCs
0seapokiIoHyC (OBTOPSIOLIMECS CHa3Mbl BEK MPHU JETKOM 3aKPBITHUH TJa3) WM
pedexTopHbIi 6iedapocnasm (HanpuMep, BbI3BaHHBIN MOMaJaHUEM CBETA B IJ1a3a
WIM MaHUIyJSIIUsMH ¢ Bekamu). CrioHTaHHBIM OnedapocmasM U ampakcust
OTKPBIBaHUSI BEK BCTPEUAIOTCS/OMHUCHIBAIOTCS B KIMHUYECKON TPAKTHKE pExKe.
[TanueHTsl ¢ anpakcued OTKpbIBaHUS BEK (HE MCTUHHOM arpakcheil) HE MOTyT
OTKpPBITh IJla3a MOCJE CIOHTAHHOTO WM JOOPOBOJIBHOTO 3aKpBITHS W YacTo
BBIHY’KJIEHBI UCIIOJIb30BaTh MAJIbLIbI, YTOOBI C CUJION OTKPBITH IJ1a3a, U KaK TOJBKO
ria3a (QUKCUPYIOTCS Ha OOBEKTE, BEKHM OCTAIOTCS OTKPBITBIMHU. [IpuMUTHBHBIE
pedIieKkchl, BKJIIOYas HECIOCOOHOCTh TMOJABISATh MOpPraHWe B OTBET Ha
MOCTYKMBaHUE M0 TepeHocuile (mpusHak Maiiepcona, Maerson sign) u
najJbMOMEHTaNbHbIE pedieKchl, HecneUpUYHbBl U OOBIYHO MPHUCYTCTBYIOT INpPHU
MHOTMX aPKHHCOHUYECKUX PACCTPOUCTBAX.

PasznuuHple THIBI TpemMopa, B YacTHOCTH TPEMOpP TOKOS, YacTo
CONPOBOKJIAIOT MAPKMHCOHWYECKUE paccTpoucTBa. I OLIEHKM THIIa Tpemopa
MalMEeHThl CHayajga OCMATPUBAIOTCS C PyKaMH, JIEKAIMMMH Ha KOJIEHSAX WIIU
Oenapax (OTCYTCTBYIOT aKTHBHBIC MBIIICYHbIC COKpAICHWS B  Ka4yeCTBE
NPOTUBOJICHCTBUS CUJIC MPUTSHKCHUS 3eMIIH), Jaliee JepKaT PYKH B BBITSHYTOM
IIOJIO)KEHUM WJIA B TOPU3OHTAIBHOM IIOJIOKEHUU C COTHYTBIMM B JIOKTAX M
OTBEJCHHBIMH IJIEYaMH, OIYILICHHBIMU JIAJIOHAMH BHHU3 IIEepel] JULOM B TaK
Ha3bIBAEMOM “‘TIOJIOKEHMM B3Maxa KpbUIbeB". TpemMop MOKOsS 4acTO BO3HUKAET B
HOBOM TMOJIOKEHUU TMOcJie KOpoTkoW (mHorma ao 40 cekyHa) 3aaepxkku (re-
emergent tremor), OCOOEHHO TMpU TMPUHATHUH KOHEYHOCTHIO MOCTYpPajIbHOIO
MOJIOKEHUSI (MMEIOTCS  AKTHBHBIE MBIIIEYHBIE COKpALIEHUsS B  KayecTBE
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MIPOTUBOACUCTBHS CHJIC MPUTSHKCHHS 3eMITH). DTOT THIT TPEMOpa YacTo SIBIISICTCS
HauOoJee TUCKOM(OPTHBIM sl TIAIIMEHTOB, MOCKOJIbKY OH MEIIAeT YIEP>KUBATh
peIMEThl MPOTUB CHJIBI TSKECTH, a TaKKE MOXKET ObITh OMIMOOYHO OTHECEH K
NOCTYpaJIbHOMY TpPEMOPY U TMpUBECTH K omuOoyHoMy pauarnozy kak OT.
VcTUHHBIA WHTEHIIMOHHBIN TpeMop, HaOI0IaeMblii MpU MPHUOIMKEHUN Majbla K
HOCY, TOpa3ao pexe BecTpewaercs y mnauueHToB ¢ bBII wm  apyrumnm
MapKUHCOHUYECKUMH PACCTPOMCTBAMH M OOBIYHO YKa3bIBAE€T HA BOBJICUEHUE
MO3KE€UKOBBIX CBA3el (mmyTeil). CyaopoXHbI (MHUOKIOHUYECKNN) MOCTYPATbHBIN
TpeMOp HaBOAUT Ha Mbicap O auarHoze MCA, a He BII. Tpemop rosoBsl
(TuTyOamus) TpeamosiaraeT JaMarHo3, oTiauyHbli oT BII, Takoit kak OT,
OUCTOHUYECKUN TpEMOp IIE€M WM MO3KEUKOBBIM TpPEMOp, CBS3aHHBIA C
Mo03keukoBoi (hopmoit MCA, cnimHouepedeisipHoi aTpodueld WiM paccessHHbIM
CKJIEPO30M.

Ha panHux ctaausx 3a00JieBaHHs] MHOTHE MAIlUEHThI C TAPKUHCOHU3MOM HE
MO/I03PEBAIOT O KAaKOM-TMOO MOTOpHOM Aedpuuure. Yacto cymnpyr nanueHTa
3aMeyYaeT yMEHbBIICHHE MHUMHKHU JIMIa (YaCTO HEBEPHO HCTOJIKOBBIBAEMOE Kak
JIenpeccsi), YMEHbIIIEHUE OTMAIIIKU PYK MPU X0/1b0€ U 3aMe/IJIEHHE TTOBCETHEBHOMN
aKTUBHOCTHU, OCOOEHHO OJICBaHMs, MpUEMA MHUIIA WU XOJbOBbI. 3aTeM MaIMEHT
MOXET 3aMETUTh CHIDKEHUE JIOBKOCTH pPYK, MPU OSTOM MEIJIUTEIbHOCTh U
HEYKJIIOKECTh ~MENIal0T KaK IIOBCEIHEBHOW, Tak M MNpo¢decCHuOHATbHOU
aktuBHOCcTU. CumnrTomatuka bBII, kak mnpaBwio, acCUMMETpUYHA, OCOOCHHO B
Hayane 3a0osieBaHus. bonb B Iiede - OJMH K3 HamOoJiee paciupoCTpaHEHHBIX
PaHHUX CEHCOPHBIX CUMNTOMOB bII, BO3MOXHO, CBSI3aHHBIM C YMEHBIIECHUEM
pa3maxa pyKd U BTOPUYHBIMU W3MEHEHHSIMU B CYCTaBaX WJIM PUTHAHOCTHIO MBIIIII]
mie4ya, 4YacTo OIIMOOYHO JIMarHOCTHPYEMBIMH KakK TEpPHUOMApTPO3 WU
[epBUKOOpaxuanTus (pexe Kak OypcuT, apTpUT WM AUCQPYHKIUS BpaliaTeIbHON
MaHXeThl). [lalMeHThl MOTYT JUIMTEIBHOE BPEMS JICYMTHCS B Pa3HBIX JICYCOHBIX
YUPEXKIAEHUSAX C JaHHbIMU auarHozamu 0e3 s¢ddekxra. CTOUT MNOMHHTH, YTO
OOJIe3HEHHAs] JHMCTOHUA W HEKOTOpbIE JIPyTM€ HO30JOTMU MOTYT TaKkKe
crioco0cTBOBaTh 0osn U AuckompopTy mipu bIIL.

[Touepk 9acTo CTAaHOBHUTCS HEPa30OPUYMBHIM M MEHbIIIE (MUKpOTpadus), Ipu
ATOM CKOPOCTh U pa3Mep YMEHBIIAIOTCS M0 MEpPE BHIMIOJIHEHUS 3a/1aud. B KoHIe
KOHIIOB TEKCT MOXKET CTaTh HEYMTAOCNIbHBIM. 3a/Jaud MO OJCBAHUIO, TAKHUE Kak
3aCTerMBaHME MAaJCHbKUX NYroBUIl WJIM TONaJaHHEe B pPyKaBa, 4acTO ObIBAIOT
3aTpyJaHeHbl. HaBBIKM TUTHEHBI CTAHOBATCS BCE Oojiee HEBO3MOXkHBI. Kak u B
cllydyae C BBINOJHEHHWEM OOJBIIMHCTBA JIPYTUMX 3a/ady, HEeJeecloCOOHOCTh
(MHBaNIMIM3a1MsA) BO3pPACTAET, €CIM H3HAYAIBHO MOPa)XaeTcs AOMUHUpPYIOIIas
pyka; OpuThe, YHUCTKa 3yOOB W JPYrHe€ TOBTOPSIIONIUECS JBWKEHUS OOBIYHO

CTpaaaroT oounblire Bcero. Mcnons3o0Banue MMOCyAbl CTAHOBUTCA 3aTPYAHHUTCIIbHBIM,
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KEBAHUE 3aTPYJHEHO, U MOXXET BO3HUKHYTb YJylIb€ MNpU riaoTaHuu. Eciu
nocJlieJHee SBJSIETCS paHHEM W 3aMETHOM >KaloOOW, TO JaHHBIM CHUMIITOM
HEOOXOUMO  paccMaTpuBaTh Kak  OyibOapHble  HapylIeHUs  CHUHApOMA
napkuHcoHu3M-1UTI0C Ha (pone [THIT nmu MCA.

B xone pasButHs 3a0o0iieBaHUS pe€Yb CTAHOBUTCA HEBHSATHOM W THUXOU
(rumodonms), W B pe3ydbTaTe NaAlMCHTaM 4YacTO TMPUXOJIUTCS TOBTOPSTH
MpOW3HECEHHBIE paHee (pasbl, CIOBOCOYETAHUS W CJIOBA I WX IMOHUMAaHUS
okpyxaromumMu. Kak 1 moxojaka, pedb MOXKET ObITh MPEPBIBUCTON; MPU STOM OHA
CTAHOBHTCS Bce ObicTpee u ObicTpee (Taxudemus). MOTyT BO3HUKATh Pa3IMYHbIC
HapylIeHUsT peuyd, BKJIOYas 3aWKaHWe U TaIWIaIui0, HENPOU3BOJIBHOE
noBTOpeHue (pasbl C BO3pacTarollell CKOpPOCThbio. PaHHME UM BBIpaKEHHBIC
M3MEHEHHMS T0JI0Ca YacTO YKa3bIBaIOT Ha JMAarHo3, oTimuHbli oT BII (Hampumep,
nanunanus dame asigercs npuzHakoM [THIT u MCA). bonee pe3kuii, THycaBblit
OTTEHOK T0JI0Ca, KOTOPBIM BEChbMa OTIMYAETCS OT TMIO(POHHMYECKOTO MOHOTOHA
nipu bII, Takxe HaBoauT Ha mMbIcab 0 auarHose [THII. bonee BeIcOKUI poxainid,
“IuTakcuBBIA” TOJNOC MOXKET yka3biBaTh Ha MCA, 0COOEHHO €CIM OH CBSI3aH C
YacThIMU  B3J0XaMH, CTPHIOPOM TOPTAaHU W JPYTMMH PECHUPATOPHBIMU
HapyIICHUSIMH.

Eme ogHoil npobiieMoi, CBA3aHHOUM C HapylleHHeM OynbOapHON (hyHKLIHH,
ABJISIETCSI YPE3MEPHOE CIIOHOOT/AENIEHUE U citoHoTeueHue. [lepBoHayanbHO 3TO
MOXET MPOUCXOJIUTh TOJIHBKO HOUbIO, HO MO3KE OHO MOXET MPUCYTCTBOBATh B
TEUEHHUE BCErO JIHsI, MHOT/a TPeOysl MOCTOSHHOTO UCIOIb30BaHUs cal(eTKu WUIn
HOCOBOTO IJIaTKa.

Camutbcsi W BbUIE3aTh W3 Kpeclia WIM MAIlIWHBI, 3aje3aTh B BaHHY M
BBUIE3aTh W3 HEE MOXET CTaTh MPOOJIEMATUYHO, U OOJIBIIMHCTBO TMAI[MEHTOB
MEPEKIIF0YAIOTCS. Ha Iyl BMECTO NPUHATHS BaHHbI. MHOTM€ MalMeHThl HEBEPHO
HCTOJIKOBBIBAIOT ATU TPYAHOCTH Kak pe3yabTaT “cinaboctu”. OOmias moreps
SHEPrUU U JIeTKas YTOMJISIEMOCTb TaKXKe SBISIOTCS PaclpOoCTpaHEHHBIMU
xanobamu. Xoap0a CTAaHOBUTCS 3aMEJICHHOW W IIapKaroiie, co crudaHueMm B
KoJieHsX. Korma BoBileueHHE aCHMMETPUYHO, OJIHA HOTA MOXET BOJOYMUTHCA 3a
Ipyroi. 3aTeM Iar COKpallaeTrcs, a MOBOPOTHI BKIIOYAIOT B C€0Sl HECKOJIBKO
mraroB («moBopoT B Ojoke» en block). ITo3ke manmueHTH MOTYT OTMETHTH
TEHJICHITUIO IBUTAThCsI BCE ObICTpee U ObICTpee ¢ Bce Oojiee U 0oJiee KOPOTKUMU
maramu  (pecTuHalus), WHOTAQ, I[O-BUJIMMOMY, CTPEMHUTEIBLHO IPOJBUTASICH
BIEpe C HeaJleKkBaTHOW (OecroJie3HOM) MOMBITKON COXPAaHUTh ILIEHTP TSIKECTH
(nponynbecun). Korma 3To mpoMCXOIUT, €AMHCTBEHHBIM CIOCOOOM OCTaHOBKH
MOKET OBITh ONKaiimas cTeHa WM OeCHpemsITCTBEHHOE TajeHue. B kadecTBe
aJlbTEPHATUBBI, HOTU MOTYT Ka3aThCAd MPUKICCHHBIMH K IOIY, TaK Ha3bIBaeMoOe

ABJICHHUC 3aCTbIBAHUA HJIM MOTOPHOIO O01oka. ITO AUAarHoCuupyceTCsa, KoOraa
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NAlMEHT WHULUUPYET aKT XOAbObl (HAUMHAeT KoyeOaThCs), MOBOPAUYMBACTCA
(0cOOEHHO B 3aMKHYTOM NMPOCTPAHCTBE) WM MBITACTCS MPOUTU YEpe3 3aMKHYTOE
IPOCTPAHCTBO WM Y3KHI IPOXOJ, TAKON KaK JBEPHOU MPOEM, UM KOTJIa BXOJUT B
mudT ¥ BBIXOJUT M3 Hero. B codeTaHuu ¢ MOCTypaJibHOW HEYCTOWYMBOCTHIO
3aCTBIBAHHME NMPUBOJIUT K TEHJCHIMH 1aJaTh BIIEPE] WIH B CTOPOHY IPU MTOBOPOTE.
[lo3xe HaMYue MOCTYpalbHOM HEYCTOWYMBOCTU MOXKET MPUBOAMUTH K MAJACHUSIM
0e3 TpomynbCHUi WM  3acThiBaHWN. PaHHee BO3HMKHOBEHWE TAJCHUI
npeanonaraer auarso3 [THII ninm qpyroro mapkMHCOHU3M-IUIIOC PacCTPOMCTBA, a
He BII. YacTo ObIBaeT TpyHO MEPEBEPHYTHCS B MOCTEIN U MOMPABUTH MOCTEIHHOE
oenbe. [lanmentaM, BO3MOKHO, IPUAETCS CHayaia CeCTh, a 3aTEM MOBEPHYTHCS, a
NO3KE€ CYNPYry, BO3MOXHO, MPUIETCS IOMOYb IEPEBEPHYTh YEJIOBEKA WU
OTpEryJIUpPOBaTh MOJOKEHHE ISl yI00CTBA.

PUrnaHoCTh - 3TO MOBBIIEHNWE MBIIIEYHOTO TOHYCA, OOBIYHO OJMHAKOBO B
cru0arensix U pa3rudaTensix U MPUCYTCTBYIOIIETO BO BCEM IACCMBHOM JIMAMa30HE
NBWKEHUU. OTO OTPAXKAET XapakTep CHACTUYHOCTH, KOTOPBIA 3aBUCUT OT
pacnpesiesieHuss U CKOPOCTH HU3MEHEHHUsi ToHyca (()EHOMEH CKIAIHOIO HOXKa).
[Taparonus (uam I'erenxansreH, Gegenhalten), ¢ Apyroil cTOpoHbl, yCHIMBAETCS
MIPU MOBTOPSIIOIIMXCS MACCUBHBIX JIBMKEHUAX U TOMbBITKaX 3aCTaBUThH IMAIIMEHTA
paccinaburbes. MoeT ObITh TPYJHO OTIMYUTH OoJiee Jierkue opMbl MapaTOHUU
OT PUTHAHOCTH, OCOOEHHO B HOraxX. XapaKTepHO, YTO BBIIOJIHEHUE TIPOU3BOJIbHBIX
JIBWKEHUU B TIPOTUBOIOJIONKHOW KOHEYHOCTU (HANpUMEp, pa3kKUMaHUE U CKaTUE
KyJaKa WM OTBEJECHUE-TIPUBECHUE TUIEYa) BHI3BIBAET MOBBILIEHUE PUTUIHOCTH B
UCCIeyeMOol KOHEYHOCTH (SBJICHUE, N3BECTHOC KaK aKTHBUPOBAHHAS PUTHIHOCTb
(mpusnak ®dpomanrta, Froment sign)). Ha puUruaHOCTh MOXKET HAKJIabIBAThHCS
Tpemop win ¢peHOMEH 3y04aToro kKosieca. 1o, Kak u Apyrue GopMbl pUTHIHOCTH,
Jydllle OLICHUBATh, MOJIOKUB OAHY PYKY Ha MHPOBEPSIEMBIE MBIl (HAPUMED,
MOJIOKUB OOJIBIIION Masiel] JeBOM PYKU Ha OWIIETC, a OCTajbHbIE MajlbIlbl - Ha
TpULerC, crudast 1 pa3rudasi JTOKOTh paBoM pykoii). Pacnipenenenue puruiHoCTu
o Tely HHOrAa mnomoraer B auddepeHumansHoil nuarHoctuke. Hampumep,
BBIPAXKEHHASI PUTUIHOCTD 3aThUIOYHBIX MBIIII] C TOPA3J10 MEHBIIUM THIIEPTOHYCOM
KOHEYHOCTeW yKa3biBaeT Ha pguarHo3 [IHII, Torma kak kpaiiHsig CTENEHb
OJIHOCTOPOHHEN pUrHIHOCTU pyK wuiv napatonuu npeanonaraet KbJ[ wim KBC.
ITocnenuuii TEPMUH  PEKOMEHIyeTCcs  YyHoTpeOsiTh VTS CIIy4acs,
JUArHOCTUPOBAHHBIX KIMHUYECKH, MOCKOJIBKY TOJIBKO Majasi 4YacTh MAallMeHTOB C
kimHr4Yeckumu nprusHakamu KbC umeror natonornuecku nokazanubid KB/

AKuHe3usT M OpaJuKUHE3Us 3aMETHbl IpPU OCMOTPE MO HECKOJbKUM
HAIpaBJICHUSIM. ABTOMAaTHUYECKHE JBIDKEHHUS, OOBIYHO BCTpeYarouvecs mpu
pasroBope, Takue Kak KECTUKYJISAIHS pyKaMH, CKpElMBaHUE W pa3ruOaHue HOT U

HU3MCHCHHUC TIOJIOKCHHUA TCJIa B KPCCJIC, YMCHBINAIOTCA WX OTCYTCTBYIOT.
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BrinmonHenne ObICTPBIX, MOBTOPSIOMIUXCA U YEPEAYIOMIMXCS IBUKEHHUM, TAKMX KaK
IOCTYKMBaHUE MaJlbLlaMHU, pa3KMMaHUE U CXKaTHE KyJaka, POHaLUs-CyHHALUS
OpeaIuIeybss U IMOCTYKMBAaHME HOIOM, MPOUCXOAUT MENJIEHHO, C IMOCTENEHHBIM
YMEHBILICHUEM  aMIUIMTYZAbl, HApYyLIIEHUEM pUTMAa U  OKOHYATEJIbHBIM
MpeKpalieHueM JBUKEeHHs (3aMOpakKMBaHUEM/3acThiBaHHeM). B momonHeHue k
YTOMJIEHHIO MOTYT BO3HHMKHYTb 3aTpPyJHEHHUS WHULMALUMU [JBWXKEHUU H
3aCTBHIBAHMS NIPU BBINIOJIHEHUH JIBMO>KeHU. Ha pasBepHyTol craguu 3ab0seBaHuUs
MalMeHT MOXKET OBITh €7Ba CIOCOOCH BBITIOJHUTH 3Ty 3amady. CymecTByer
TEHACHLIUS K TOMY, 4TO OBICTpbIE IOBTOPSIOLIMECS JBHKEHUS IMPHOOPETAIOT
4acTOTy NPUCYTCTBYIOLIETO Tpemopa. B Takux ciydasx MONpPOCUTE MalMeHTa
3aMEeJUINTh JIBM)KEHUE U MOIBITATHCS BBIIOJIHUTH €r0 IPOU3BOJIbHO. B oTimune ot
bIl, y maunentoB c¢ ITHII nabntogaercs HeOonblliasg aMIUIUTYAa OTPhIBA MaJbIEB
(4acTto C BBICOKOM CKOPOCTBbIO) 0€3 MpOrpecCUpyIOLIEro YMEHBLIEHUS IIpH
MOBTOPSAIONIEMCS] IMOCTYKMBAHUM Taibuamu. HaOmroneHue 3a TeM, Kak MalUEHT
IMUIIIET, TaK)Ke SBJISIETCS BaKHOM YacThlo oOcienoBaHms. HaOmromeHne MOKET
BBISIBUTH BBIPAKEHHOE 3aMEJICHHE U MPUIAracMoe YCWIME JaXe y NAlUEHTOB C
MUHUMAaJbHBIM HU3MEHEHHEM pa3Mepa nodepka. B pomonHeHue k Mukporpaduu,
IIICbMO ¥ PUCOBAHUE JIEMOHCTPUPYIOT TEHICHUHUIO K YTOMJIEHUIO C JaJIbHEHIINM
YMEHBUIEHUEM pa3Mepa OyKB MO Mepe BBINOJHEHHUS 337a4d U COIMYTCTBYIOLIUM
JAHHOMY JIEMCTBHUIO TPEMOPOM. JTO KOHTPACTHUPYET C MOYEPKOM Y MALMEHTOB C
OT, KOTOpBIH, KaK MpaBUi0, 00Jiee KPYIHBIN U IpOKaALTU.

HapyiieHns oOcaHKM 4acTO  BCTPEYAKOTCs NpH  HapKUHCOHUYECKUX
pacctpoiicTBax. ['oloBa OOBIYHO HAKJIOHSETCS BHEped, a TeJ0 CTaHOBUTCA
CYTYJIbIM, YacTO C BBIP@KEHHBIM KH(O30M M Pa3IUYHON CTENEHbIO CKOJIMO03a,
OOBIYHO HA CTOPOHE MPOTHUBOMOJIOKHOM MOSIBICHUIO CUMITOMOB MAPKUHCOHU3MA,
TaKUX Kak TpeMop Mokos. Pyku crubarorcs B JIOKTSAX U 3aIACTBAX C Pa3IMYHBIMU
MOCTYpaldbHbIMH JAePOopMalUsIMU B KHUCTSIX, HauOojee pacnpOCTPAHEHHBIMU W3
KOTOPBIX SIBJISIIOTCS CruOaHue B MACTHO-()AJaHTOBBIX CyCcTaBax M pa3ruOaHue B
MexK(DanaHTOBBIX cycTaBax C PUBEICHUEM BCEX najblEB U
IPOTUBOMNOCTABICHUEM OOJIBIIOrO Maiblla YKa3aTeIbHOMY MHaliblly (CTpHapHas
kucTh). Crubanue Takke MPOMCXOJIUT B CycTaBax HOr. BO3HUKAIOT pa3nuyHble
aepopMai  CTOI, Hauboiee pacHpOCTPaHEHHBIMH M3 KOTOPBIX SIBISIOTCS
HapylIEeHUs, NPU KOTOPBIX MaJbIbl HOI TOXO0XXH Ha MOJIOTOK, HWHOTJIA C
pazrubanueM OOJBIIOro Najiblla CTOMbI (CTpUApHas CTOMA), YTO MOXKET ObITh
HEBEPHO MCTOJIKOBAHO KaK peaKIus MOJOIBEHHOro pa3rudarens. [leppoHayanbHo
aHOMaJIbHAsl 11032 CTOIBI MOXKET ObITh BbI3BaHA JACHCTBUEM, BOSHUKAIOIIUM TOJIBKO
BO BpeMs X001 nin niepeHoca Beca. Corayras (corOeHHast) Wi 00e3bsHbS 1032
uHOorga ObIBAaeT UYpe3MEpHOM, C  BBIPAKEHHBIM CrubaHueM B  Talluu

(kaMriTokopMusi). Y HEKOTOPBIX MalMEeHTOB, ocobeHHo ¢ MCA, HaOmomaercs
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CKOJIMO3 WJIM HAKJIOH TYJIOBHIIA B cTOpoHY (cumnToM “Tlm3aHckoii OamHu”, Pisa
sign). HecmoTps Ha crubanue TyJIOBMINA, MOJIOKEHHE PyK y marueHToB ¢ BII
4acTO OCTaeTCsd BbIIIEC JIMHUM TOsica U3-3a Crubanus B JIOKTSX. HekoTopwie
NAlUUEHThl COXPAHSIOT BEPTUKAIBHOE IIOJIOKEHHE WM JNAKE IJEMOHCTPUPYIOT
YpEe3MEPHO PA3OTHYTYIO (THUIEPIKCTEH3UI0) TM03y. [HWIepIKCTeH3us IIeH, B
yacTHOCTH, ykasbiBaeT Ha [IHII, B TOo Bpems kak upe3MepHOe CrubGaHue IIeu
(mazeHue roJIoBbl WIIM COTHYTBIM MO3BOHOYHUK) yKa3biBaeT HAa MCA, a Takxe Ha
BII.

[TocTypasibHasi HEYCTOMYMBOCTh M HAPYLICHHUE IMOXOJKH XAPaKTEPHBI IS
cuHapoma mapkuHcoHusma, ocodenno s BII, TTHIT u MCA. Korna nmanueHTs
NOAHUMAIOTCA W3  TOJOKEHHUS  CHIM, MOCTypajdbHas  HEYCTOWYHMBOCT,
MEUIMTEIBHOCTh, HENPABUJIBHOE TOJIOKEHUE HOT 4acTO IPUBOIAT K TOMY, YTO
OHM TAJal0T 00paTHO B KPECJ0, MpeBpallaiuch Kak Obl “B koMOK™ (“in a lump”).
[TammenTs! ¢ TTHIT MoryT “B3ieTeTh” €O CTyJa Upe3MepHO OBICTPO, HE OCO3HABAs
CBOEH HECTIOCOOHOCTH COXPAaHATh PABHOBECHE B BEPTUKAIIBHOM IOJIOKEHUH TeJa.
[TarmenTy c BII 115 nepexoja B BEpTUKAIbHOE MOJIOKEHUE MOXKET TOTPEOOBATHCSA
OTTAJIKMBAHUE OT MOJJIOKOTHHUKOB KpPECia, HECKOJIBKO IOIBITOK BCTABAaHUS WU
MOXET OBITh HEOOXOIuMa MOCTOPOHHSS NoMoulb. HapyieHuss moxonku npu
TUIMUYHOM NapKUHCOHU3ME BKJIOYAIOT OTCYTCTBUE OTMAIIKHU PYK (aXeHMpOoKHHE3),
YKOPOUYEHHBIM, a 3aTeM W MIapKalollui IIar, 3acTbIBAHHE BO BPEMS XOIbOBI
(0cOOEHHO MpU MHUILIMALMU AKTa XOAbOBI WU NPH NMPUOIMKEHUH K JBEPHOU pame,
MOTEHIMAIBHOMY MPENSTCTBUIO WK cTyny). Y mnanueHToB ¢ BII coBepuieHue
IIOBOPOTA 3aTPyAHEHO, B TO BpeMs Kak marueHThl ¢ [THII, kak mpaBuio, criocoOHbI
BBITIOJIHATh MX U Ha pa3BepHyTOl ctaauu. B Oosee Tsokenbix ciaydasx BII wm
ITHII BO3HMKAIOT NPOIYIBCHUM W PETPONYJIBCHUU, YTO IPUBOAUT K IMAJCHUSAM.
Kpowme toro, xoas0a (akT X0/1b0Obl) YaCTO BBI3bIBAET UM YCUIUBAET TPEMOP MOKOS
y nauueHtoB ¢ BII. YUToObl BBIABUTH HAIMYME MOCTYPAJIbHONW HEYCTONYMBOCTH,
Bpau BeImonHsAET TecT Teenapa (Thevenard’s test). Cros mosagu mnarueHra,
HEOOXOUMO TOTSHYTHh (NMOATOJKHYTh) MAIMCHTa K3aad 3a IUICYH, OCTaBasCh
pAIOM, CTpaxys ero ot naaeHus. [Ipu HanuumMu noCTypanbHONM HEYCTOMYUBOCTH, B
OTBET Ha BBINIOJHEHUE TECTA MALMEHT MOXET CHENaTh HECKOJIBKO IIaroB Has3a,
4YTOOBI yI€pPKaTh PaBHOBECHE, YIIACTh WJIM TECT MOKET MPUBECTH K PETPOITYIIbCHH.
Ha no3pgHMX cTagusax Npu BBINOJTHEHUM JAHHOTO TECTA IMOSBISAECTCS TEHACHIUS
najaTh MammMs 0e3 MONbITOK YAEp:KaTh PABHOBECHE MUJIM CMSTUUTD MaJICHUE.

Korpa y nanmeHnTa ompenensiercsd MOXOJKa C IIWPOKO PACCTABIEHHBIMU
HOTaMH, CJIEAYET YYUTHIBATh HAJOKEHHYHK) ATAKCHIO, KaK IIPU MO3KEYKOBOU
dbopme MCA, XOTS HEKOTOphIE U3 CIHHOIEPEOCIIAPHBIX aTpoduii MoryT
COTIPOBOXAATHCA MApPKMHCOHU3MOM U aTakcuen. Xoan0a Ha HOCKax (meTyuInHas

noxoaka, COCk-walk) HaOmogaeTcs MNPH  HEKOTOPHIX — MAPKHHCOHMYECKUX
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paccTporicTBax (HampuMep, B  PE3yJbTaTe OTPABICHUS MapraHieM), a
cBoeoOpazHas (crienuduueckas) ckaudymas moxojka (0er BOPUIPBDKKY) MOXKET
yKa3plBaTh Ha IMAlMCHTa C AaKWHE3UCH TPU OTCYTCTBHU PHUTHUIHOCTH (peIKo
BCTPEYAETCS B KJIIMHUYECKOH MPAKTUKE), YTO MOXET ObITh OAHUM M3 (EHOTHIIOB
[THIT. Tak Ha3pIBaemas MarHUTHas CTOMa, WJIM marche a petits pas, crapyeckoro
Bo3pacTa (Takke HaOMIO#aeTcs TpU COCYAHCTOM TMAapKHMHCOHU3ME U3-3a
MHOXECTBEHHBIX HH(pAPKTOB, OoJe3HM bHHCBaHTepa W HOPMOTCH3WBHOMN
ruaporiedaaIni) Jaie BISIBISCTCS MPU HATWYUHN MapKUHCOHW3MA HUKHEH 4acTh
Tena, 0OBIYHO ACCOIMUPOBAHHOMY C HapYIICHUSIMH MO3TOBOTO KPOBOOOpAIICHHUS,
TaKUMH  KaK  JIaKyHapHbIE  HWHCYJIBTHL.  BBIpa)XCHHOE  HECOOTBETCTBHE
BOBJICUCHHOCTH HW)KHEW YacTH Telda M BEPXHHX KOHEUYHOCTEW MPH HOPMAIbHOU
WM JaKe YpE3MEPHON OTMAIIKE PYK SBISACTCS BaXHBIM KITIOUYOM K JHATHOCTUKE
COCYMCTOTO MapKUHCOHU3MA.

KorHutuBHbIe, BereTaTUBHbIE M CEHCOPHbIE HAPYLIEHUS

’KanoObl manueHToB ¢ MapKUHCOHU3MOM HE OTPAHUYMBAIOTCS JIBUTATEIHLHOM
chepoli M TaKKe MpeACTaBleHbl OOJBIIMM Pa3HOOOpPa3HMEM HEMOTOPHBIX
CUMIITOMOB, MHOTHE U3 KOTOpPBIX, BEpPOSTHO, HAIpsIMYyI0 HE CBS3aHbl C
nopaMuHEpPruyeckuM  JeUIMUTOM W 4YacTO  BO3HUKAOT 1O  Mepe
MporpeccupoBanus 3abosieBaHus. Bo MHOrMX ciydasx OHH 001amalT Oojee
MHBAJMIM3UPYIOIUMHA XapaKTEPUCTUKAMH, YeM KIIACCHYECKHE BUTATEIHHBIC
HapymieHus. J{eMeHIusl BOSHUKAET MpU Pa3IuYHbIX CHHAPOMAaX MapKUHCOHU3MA U
ABIIIETCS  PACIPOCTPAaHEHHOM TNpoOJeMOM, W MNAlUEeHThl 4YacTo TEpsSIOT
YBEPEHHOCTh B C€0€ M CTAHOBSTCS 3aMKHYTBIMH, 0OoJjiee MAacCCUBHBIMH U MEHEE
MOTHUBUPOBAaHHBIMH K oOmeHuto. Tepmun OpamudpeHuss ONUCHIBAET YaCTO
Ha0JII0JaeMYI0 3aMEJIEHHOCTh MBICIIMTEIbHBIX IIPOLECCOB U HEBHUMATEIbHOCTb.
Korma pemeHIus BBISBISIETCS OTHOCHTEIBHO PaHO, TO JODKHA HACTOPOKUTH
Bpaya O JPYruxX BO3MOXHBIX juarHo3ax Takux kak J[TJI, ocobenHo ecnu
KOTHUTUBHBIN NEe(PUIIUT COMPOBOXKAACTCA 3PUTEIBHBIMU TAJUTIOIMHAIMSAMHA WITH
CHIDKCHHE KOTHUTHMBHBIX CIIOCOOHOCTEH BOOOIIE HE CBSA3aHO C CHHAPOMOM
napkuHcoHM3Ma (Hampumep, BA).

JKanoOuwl, CBSI3aHHEBIE c BEreTaTUBHOU TUChYHKIIUCH, TaKXe
pacnpocTtpaHeHbl. [lpu Bcex cHUHApoOMax MApKUHCOHM3MA 3amop SIBISIETCS
pacrpocTpaHeHHOH xaio0oil. OHaKO HeneprKaHue Kajia He BO3HWKaeT rpu bII,
€CJIA TOJIBKO JIBUTATENIbHAsI HAPYIIIEHUS HE TAKOBBI, UTO TAIIMEHT HE MOXET JTOUTH
70 CaHy3Ja, WIN K€ HAKJIaJIbIBAETCs BBIPAXXECHHOE Ca0OyMHe WM KOHCTHITAIUS
NPUBOJUT K TMEPETONHEHUIO U pedIeKTOPHOMY Helep:kaHHi0. MOryT BO3HUKATh
KaJIOOBl CO CTOPOHBI MOYEBOM CHUCTEMbI, TaKHE KaK H3MEHEHHE 4YacTOThI

MOYCUCITYCKAHUS, HUKTYpUS W OLIYIICHUC HCIOJHOI'O OIIOPOKHCHUS MOYCBOI'O
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ny3bipsi. Hegepxanue moun 06b14HO ykaszbiBaeT Ha MCA. Jlerkas unu ymepeHHas
CTEIIEHb OpPTOCTaTHYECKOU TUIIOTEH3UHU 4acTo BCTpEYACTCS pu
NApKUHCOHUYECKUX PAaCCTPOMCTBAX, a MPOTUBONAPKUHCOHUYECKHE IIpEnapaThl
yacTo ycyryOmstoT mpoOiemy. Eciau BereTaTuBHBIE pacCTpoOiiCTBa, OCOOEHHO
SpEeKTWIbHAS AUCPYHKIMS, MpoOIeMbl cO COHUHKTEPOM U OPTOCTATHYECKOE
IOJIOBOKPY)KEHHE, BO3HUKAIOT pPAaHO WM CTAaHOBATCSA JOMMHHUPYIOLIUMU
CUMIITOMaMH, HE00XoAuMO paccMoTpeTh BeposATHOCT MCA. MmnoreHuus c
paHHe TmoTepell HOYHOW WJIM YTPEHHEW OPEeKIUH U HECHOCOOHOCTHIO
NOJIEP)KUBATh IPEKIUI0 BO BpeMs IIOJIOBOIO aKTa HaBOAMT Ha MbIciab 0 MCA.
Jpyroii cuUMOTOM, KOTOPBIA MOXKET MPEAUIECTBOBAaTH  BO3HUKHOBEHMIO
JIBUTATEJIbHBIX HApYIIECHUW, CBS3aHHBIM C HEKOTOPBIMM NAPKWUHCOHWYECKHMHU
pacctpoiictBamu, ocooeHHo BII, MCA wunu nemenuus ¢ tenbliamu JleBu, — 3T0
PIIBC. Eme oaHOI M3 XapaKTepHBIX HEMOTOPHBIX ocoOeHHocTed BII sBusercs
Yype3MepHasi )KUPHOCTh KOXHU U CEOOPEHHBIN IepMaTUT, XapaKTEPHBIN 11711 00J1aCTH
n6a, OpoBeM U CKyII.

Kpome 0omu, cymiecTByeT MHOKECTBO JPYTHX CEHCOPHBIX CHMIITOMOB,
cBsa3aHHbIX c bBII. XKanoGel Ha HapyuieHue 3peHuss OOBIYHO HE SIBIISIFOTCS
XapaKTEpPHOU YEPTOH, 3a CIEAYIOIIMMHU KOHKpEeTHbIMU uckitoueHusimMu. [lpu BIT (u
MHOTHX JPYTUX MAPKUHCOHMYECKUX PACCTPOMCTBAX) AUILIONUS MOKET BO3HUKATh
BO BpeMs YTEHHs] BTOPUYHO IO NMPUYMHE HapylIeHUs1 KoHBepreHuuu. JKanoOsl Ha
HapylIeHUE 3pEHUs WHOTJAa BO3HUKAIOT MNPH JAPYIUX NAPKUHCOHUYECKHUX
pacctpoiictBax, ocobeHHo mnpu [IHII. OxynorupHbsie Kpu3bl, KOTOpBIE
NPEJICTaBISIIOT COOOM BHE3amHbIE 3MU30/bl HEMPOU3BOJLHOIO OTKJIOHEHUS IJja3
(vamie BCero BBEpX U B CTOPOHY) B OTCYTCTBHE BO3AEUCTBUS HEUPOJEHTHUECKUX
IIpEnapaToB, MIPAKTUYECKH SBIISIOTCSA IATOTHOMOHUYHBIMU U1l TAPKMHCOHU3MA Ha
¢done serapruyeckoro sHiedanuTa, XOTs OHM MOTYT BO3HHMKAaThb M IPHU PEIKUX
HEUpOMETa0OIMYECKUX paccTpoiicTBax. PaccTpoiicTBa 4YyBCTBUTEIBHOCTH HE
ABJISIFOTCS XapaKTEPHOM OCOOEHHOCTBIO MAPKUHCOHU3MA, XOTs y manueHToB ¢ BII
MOTYT HaOJIOAThCS IJI0XO OOBSICHSEMBIE MOJOKUTEIbHBIE CEHCOPHBIE >KAJIOOBbI,
TaKhM€ KaK OHEMEHHEe M IMOKaJblBaHWE, HOIOUIME U OOJIC3HEHHBIE OIIYIIEHUS,
KOTOpBIE MHOTIa MIPUBOJAT K HeAeecnocoOHocTu. [lepudepruueckas HeBponatus y
nanyeHTa TpedyeT HMCKIIOUEHHs APYroro paccTpoiicTBa HEPBHOM CHUCTEMBI WU
comaThdeckoe 3a0oyieBaHWe (HampuUMep, caxapHbli auaber), XOTsS ObUIO
BBICKA3aHO TMPEANOJIOKEeHHEe O O0oyiee BBICOKOH, YeM OXKUIAlI0Ch, YacTOTE
nepudepruueckoil HeBpONaTuM, BO3MOXKHO, CBSI3aHHOW C JICYEHUEM JIEBOJOMON U
MTOBBIIIEHHBIM YPOBHEM METHJIMAJIOHOBOW KUCJIOTHI.

XoTss OBUIO  TPEAJIOKEHO  MHOXECTBO  HEHPO(PHU3MOIOTHYECKUX |
KOMIIBIOTEPHBIX ~METOAOB  KOJMYECTBEHHOM OLCHKM TSDKECTH  PA3IUYHBIX

HCMOTOPHBIX CHUMIITOMOB u IIPU3HAKOB IMapKUHCOHU3MaA, IIPOBCACHUC
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OOJBIITMHCTBA WCCIICIOBAHUN OCHOBAaHO HAa KIMHUYECKHUX OIICHOUYHBIX IIIKaiax.
[TanmenTel, HE  CTpajaroUMe  ICUXWYECKUMHU  pPacCTPOMCTBAMH,  MOTYT
CaMOCTOSITENIbHO 3aMOJIHATh COOTBETCTBYrOIME pasnensl UPDRS, koropsiid
Terepb JOCTYIIEH B IMepecMOTpeHHOM Bepcun OOIIECTBOM JIBUTaTEIbHBIX
pacctporictB (MDS)-UPDRS (http://www.movementdisorders.org). Ilepecmotp
YTOUHSIET HEKOTOPhIE HEOJIHO3HAYHBIC XApPAKTEPUCTUKU U Oojee aJeKBaTHO
OLICHMBAET HEMOTOpPHbIE 0cOOeHHOCTH bII, KOTOphIe SBIAIOTCS OJHUMHU H3
HanboJee MHBATTUAN3UPYIONINX CUMIITOMOB, 0OCOOCHHO Ha 0oJiee MO3AHUX CTaAUAX
3aboseBanus. HexkoTopele kimmHUYeckue ucciaeaoranus ponoiaustor UPDRS Gomnee
OOBEKTHUBHBIMU BPEMEHHBIMH TecTaMu, TakuMmu Kak TecT Iler6opaa Ilepabto
(Purdue Pegboard Test), mis oleHKH IBMOKEHHH W BpEMEHH peakiuud. MHOrue
mKanbl, Takue kak OnpocHuk Oone3nu [lapkuacona-39 (PDQ-39) u OnpocHuk
KadecTBa xu3Hu npu 6one3nu [lapkuncona (PDQL), ucnonb3yroTes aJisi OLiCHKH
0011IeTO KauecTBa KU3HU.

3aMeTHbIC HapyIIeHUs 00beMa ABMKECHHUS TJ1a3 OOHAPYKUBAIOTCS MPU PAJIC
cocrosauit, Bkimrowass I[THII, MCA, IIDII, KB/l u Gone3np Mauano-/Ixo3eda
(ctiuHOIIEpEOeIIIpHas aTakcus 3). BaxkHO OIEHUTH HE TOJBKO TOPU30HTAIBHBIN U
BepTUKANIbHBIN (00biuHO HapymieHHbIM npu [IHII) oO0bem nBmxeHuii, HO U
ONTOKWHETUYECKUM HHUCTarM, 4ToObl OTMETUTh, HAPYILICHBI JIU BEPTUKAJIbHbBIC
CaKKaJU4eCKue JBIKEHUs TJia3 (0OCOOCHHO MpU ABMIKEHUHM ONTOKWHETHYECKOU
neHThl BBepX ), kak npu [THII. OkynouedanbHblii MaHeBp (MaHEBp ISl BBISIBICHUS
“kykonbHBIX 1a3”, doll’s eye) HEOOXOAMMO BBIMOJHATH, KOT/A JBMXKEHHS TJia3
OTPAaHUYECHBI, C LEJIbI0 MOATBEPKICHUS HAIUYMS CyIpaHyKJIEapHOTO IMapainya
B3opa. [lamuentsr ¢ TTHII 0OBIYHO HCHBITHIBAIOT TPYAHOCTH C YCTAHOBJIECHUEM
3pUTETHLHOTO KOHTAKTa B CBSI3W C HapylieHueM ¢ukcaruu B3risiaa. B pesynbraTe
COXpaHEHUus1 BU3yaJdbHOW (Qukcanuu, korma mnamueHtsl ¢ [IHIT cosepmiaroT
IIOBOPOT TO, MMOBOPOT T'OJIOBBI OTCTAET OT MOBOPOTA Tesa. OYeBUIHOE BOBIICUEHNE
MUPAMUIHOTO TPaKTa OOBIYHO HABOAUT HA MBIC/Ih O IMArHo3ax, OTIUYHbIX OT BII.
BolpakeHHbIN XBaTaTeIbHbIA pedIeKc yKa3bIBaeT Ha MOBPEKICHUE JTOOHBIX AOJEH
1 BO3MOKHOCTh HAJIMYUS COMYTCTBYIOIIETO MpoLecca BEAYIIETO K KOTHUTUBHOMY
CHWKEHHIO (ieMeHIuHn). IHOT1a BhIpaKE€HHOE COTHYTOE IMOJI0KEHUE PYKH MOKHO
CIyTaTh C XBaTaTelbHBIM pedIeKcoM, W OICHUBAIOIMINUNA HEBPOJIOT JOJDKECH
yOemuThCsl, 4TO B OTBET Ha TOTJIQXKHUBAHUE JAJOHU MPOUCXOAUT aKTUBHOE
cokpamienue. HapyimieHuss OBICTPBIX, TOBTOPSIIOIIUXCA UM UYEPEAYIOUTUXCS
JBIDKCHUH, OMHMCAHHBIE paHee, MOXHO CIyTaTh C MPOSBICHUEM KUHETHYECKOU
anpakcuu. Eme Oosjee BaXKHO, YTO HAPYIICHUS BBITOJHEHHS TMOBTOPSIONIUXCS
JNBIDKCHUN HE CleayeT IyTaTh C HapyUIEHUSMH CKOPOCTH, PUTMA W CHIIBI,
TUMWYHBIX IS JUCAWAJOXOKHMHE3a MpH MOpaXeHUsXx Mo3zxkeuka. [lose3Hslit

MaHEBp JUIsl BBISIBJICHUS HAJIMYMA COMYTCTBYIOMIEH MUCPYHKIIMM MO3KEUKA
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3aKJIIOYAeTCs B TOM, UYTOOBI MAlMEHT MOCTydYaj YyKa3aTeJIbHBbIM MaJbLEM II0
TBepJ0oi moBepxHocTu. Habmtoenue U, B 4aCTHOCTH, 3BYK MOCTYKMBaHHUS 4acTO
MO3BOJIIET MPOBECTH PA3JIMUME MEKIY 3aMEIJICHUEM U YMEHBIICHHOW peakiuein
IpyU NApKUHCOHU3ME M HEPETYISPHOM YAaCTOTOM M CHIIOW MPU MO3KEUKOBOM
aTakcuu. Taxxke cieqyeT NPOBOJAUTH TECTUPOBAHUE HA UACOMOTOPHYIO AIPAKCHIO,
MONPOCUB MAalMEHTa MMHUTHPOBATH OIPEAEIICHHBIE ECThl PYK (HEMEpEXOIHbIE
3aJ1a4M ), TaKue Kak “3HaK mooeapr” (V) wim 3HaK NPUBETCTBUS Y BOCHHBIX (JIAJIOHD
MpaBOM pPYKHM K TOJOBE) WIM JUISl BBINOJHEHUSI ONPEACIICHHBIX JIEUCTBUMI
(ucnonp30BaHKEe WHCTPYMEHTOB WM TOCYAblI), TaKMX KakK YHCTKa 3yOOB H
pacuecbiBaHKe BoJIOC. OTHAKO HA MO3JHUX CTAAUAX MHOTHX MAPKUHCOHUYECKHUX
pPacCTPOMCTB PUTHUAHOCTh U APYTUE IBUTATENbHBIE HAPYIIEHUS MOTYT 3aTPYAHUTH
MHTEpIIpeTaln0 pe3ynbTaToB 3TuX TectoB. Ilpm BII mmm MCA wmenee
BOBJICUCHHAs! B IAaTOJIOTWYECKUN IPOLIECC KOHEYHOCTh MOYKET JEMOHCTPUPOBATH
3epKajbHbIE JIBIDKCHUS, KOTJla TAIlMeHT TbITA€TCAd BBIMOJHATH OBICTPHIC,
MOBTOPSIIOIIMECS. WJIM YEpeAYIOIIUecs JBUXKEHUS Haubojee MOpaxeHHOU
koHeuHocThi0. C npyro#t croponsl, npu KbBJI, Hanbonee nopakeHHas KOHEUHOCTh
MOJKET 3€pPKAJIbHO BBIIIOJHATH JIBWIKCHHS, BBIIIOJHIEMBIE B MEHEE ITOPaKECHHOU
KOHEYHOCTHU. Y HEKOTOPBIX IMMAIMEHTOB C IAPKMHCOHU3MOM U IOPaAKECHUEM
JOOHBIX JIOJIEH TOSBISIOTCS MPU3HAKK TMEpCEeBEpallii, TaKWe KakK 3HaK (JKeCT)
arIoAMCMEHTOB (applause sign), TPOSIBISIONMIMIICS B TMOCTOSHHOM XJIOMIAHWUU B
JAOIIM TIOCIE YyKa3aHWs IMALMEHTY XJIOMaTh MOCJIENOBATENBHO TpPU pa3a Kak
MOHO ObIcTpee. XOTs NEPBOHAYAIBLHO CUUTAIIOCH, UTO 3TO XxapakTepHo st [THII,
OHO TaKXKe MPUCYTCTBYET Yy  HEKOTOPbIX  MAlUUEHTOB C  APYTUMU
[MAPKUHCOHUYECKUMU PACCTPONCTBAMU.

Hanuuue npyrux aHOMalbHBIX JBUXKEHUW Yy TAlUEHTa, €lIe He
MOJTYYaBIIIETO JICYEHUE, MOKET YKa3bIBaTh HA AUArHo3, ominunblid ot BII. Cnexyer
WCKaTh TMPU3HAKH YYBCTBUTEIBHOIO K CTHUMYJAM MHUOKIIOHYCA, NPOU3BOJIS
BHE3ANHBIM TPOMKHAW IIyM WJIM HCHOJB3Yysl JIETKOE MPUKOCHOBEHHE WIIM YKOII
MaJblEeB, MPOKCHMAJIbHOM 4YacTW JIAJOHM WJIA TOAOWBHI CTONBL. Jlerko
BBI3bIBAEMBIC U HE MCTOILIAOIINAECS MHUOKIOHWYECKHE CYJAOPOTH B OTBET HA 3TH
CTUMYJIBI MOTYT HaOroAaThes He Toybko y nanueHToB ¢ Kb/l u MCA, Ho Takxke y
HEKOTOPBIX MmanueHToB ¢ bl u nemenuunen.

HecmoTpst Ha pa3nuuHble XKaJloObl HAPYIMICHUS UYYBCTBUTEIBHOCTH, Y
nanreHToB ¢ BII He HaOmromaeTcs 3aMETHBIX OTKJIOHEHUM MPH HMCCIEAOBAHUU
YyBCTBUTEJIBHOCTH, 34 MCKIIOYEHUEM HOPMAJbHOIO IOBBIIIEHUS IOpOra
BUOPAIMOHHOW  YYBCTBUTEJIBHOCTH, KOTOPOE€ MPOUCXOJAUT C  BO3PACTOM.
KoprukanpHble (LleHTpadbHbIE, MO MPOBOJHUKOBOMY THUIy) CEHCOpPHBIC
HApYLICHUS KOPBbI TOJIOBHOTO MO3ra HaBOIAT Ha MbIcib O auarHo3e KBbBJI.

Ucromenne u mpliednas ciabocte He Xxapaktepubl st BII, xots Ha Oomee
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MO3HUX CTAIUSIX 3a00JIEBaHUS Yy MALIMEHTOB C BBIPAXKEHHOMN HEeecoCOOHOCTHIO
HaOmoaeTcst aTpopusi W BBIPAKEHHBIE TPYIHOCTH C HWHULMHUPOBAHUEM M
NOIJEP)KAHUEM MBIIIEYHOM AaKTHUBHOCTH, KOTOPBIE 4YacTO TPYAHO OTAEIUTH OT
UCTUHHOU ciabocTu (mape3oB/miernn). KoMOMHAIIMU TOBPEXKACHUS BEPXHUX M
HIDKHUX  JIBUTAQTEIbHBIX  HEHPOHOB  BCTPEYAIOTCA NpU  psAde  JAPYTHX
MapKUHCOHUYECKUX PACCTPOMCTB.

OneHka BereTaTMBHOM (YHKUMM BaXHA HE TOJBKO Yy TNALUEHTOB C
nono3penneM Ha MCA, HO u y nanueHToB ¢ bIl, MHOrMe U3 KOTOpBIX CTpagaroT
IU3aBTOHOMHMEH. OTO  BKJIIOYAeT OLEHKY OPTOCTaTUYECKUX  H3MEHEHUM
apTepUAJIbHOTO JIaBJICHUS U MyJbca (B MOJIOXKEHUH JIEKa U 1O KpaliHel Mepe yepes
3 MUHYTBl TOCI€ TIPUHATHAA BEPTUKAJIBHOTO IIOJOXKEHUS Tela U, IpH
COOTBETCTBYIOIIHUX OOCTOSATENBCTBAX, PEAKIMIO MAllMEHTa Ha MaHEBP BasibcanbBbl,
YCTHYIO apuU(PMETUKy U TECT XOJOJHOTO AaBJIEHMs, cpeau mnpoyero. Hakower,
HEO0OXOAMMBI MOCJIEI0OBATEIbHbBIE 00CIIEIOBAHUS C TEUEHHUEM BPEMEHH (TaKUE Kak
HaOmIOZIcHWEe Ha  aMOYJIaTOpHOM  JTare), TIIATSIIbHO W3y4das pa3BUTHE
JIOTIOJTHUTENBHBIX HOBBIX CHUMIITOMOB, KOTOPBIE MOTYT JaTh KJIOY K IIOCTaHOBKE
auarHosa.  HekoTopple  NapKUHCOHMYECKUME  CHHIAPOMBI  II€PBOHAYAIBHO
NposIBISIIOTCA Kak “‘uncras’ BII; Tonpko mo3xe, Mo Mepe MNpOrpecCHpOBaHUS
3a0oJIeBaHUs, pa3BUBAIOTCA Apyrue npusHaku (MCA, Harpumep).

Bomnpocs! Aj1s1 CAMOKOHTPOJIA:

1. Kakue KIMHUYEeCKUe MPOSBICHUS NapKUHCOHM3MA MOKHO OOHApYy>KUTh B
MepBble MUHYTHI KOHTAKTa C MAllUEHTOM?

2. IlpaBuna ocMOTpa NaleHTa ¢ APOKAHUEM?

3. Tunnunble MoTOpHbIe TposiBaeHus BII? M3meHeHus rosoca, modepka,
MTOXOJKHU.

4. Kak uccieaoBaTh PUTHAHOCTh, aKWHE3UIO U (OJHUT0-) OpaJUKUHE3UI0?
Hapyiienue ocaHky 1pu NapKUHCOHU3ME.

5. Oco0eHHOCTh TMOCTYpajbHBIX HApYIIEHUW TpU MNaApPKUHCOHU3ME?
Hapymenne noxoaxu npu bII.

6. Kakue HemoTOpHBIE paccTpoilcTBa  BcTpewaroTcss npu  BII?
XapaKTepUCTUKAa KOTHUTUBHBIX HAPYLICHUN.

7. OcoOeHHOCTH HEMOTOPHBIX paccTpoicTB npu bIl u apyrux HO3010THAX
CUHJpOMa NapKUHCOHU3MA?
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'JTABA Ne8
KIIMHNUYECKASA KAPTUHA BII

Ha cragum pa3BepHyThIX MOTOpHBIX mposiBienuid BIl y OonbmimHCcTBa
MAlMEHTOB HAOJIOAIOTCSI MHOTOYHUCIIEHHBbIE MpOSBICHUS OpaguKWHE3Uu U
runokuHe3un. HaGmrogaeTcss XapakTepHOE€ CHIKEHHUE YacTOThI CIIOHTAHHOTO
MOpraHusi ¥ aKTUBHOM MHUMHKH, KOTOPOE HA3bIBAECTCS «MACKOOOpa3HBIMY» JIUIIOM
wii runomMuMuen. [omoc craHoBUTCS TUNMO(DOHUYHBIM, a peyb HMeEET
TOPOIUIUBBIN, Oopmouymuii xapaktep. Cakkaabl MeEIJICHHBIE, W IUIaBHbIC
cledIlre JBWKEHUS IJ1a3 4acTO Pa30MBAIOTCS HA CEPUI0 JOTOHSAIOIIMX CaKKal.
[Touepk cTaHOBHUTCA MEJKWM, YTO Ha3biBaeTcs Mukporpadueit. Ocanka cyrymnas
(corbenHas), 1 y HEKOTOPBIX MMALIMEHTOB MOXKET HAOMIOAAThCS AUCTOHUA. Tpemop
ITOKOS KJIIMHUYECKH MOXKET Ompenensatbcs He y Bcex jun ¢ bIl. Ilpu Hamnuun
JABYCTOPOHHEH MOTOPHOM CUMOTOMATUKU MpU OOCIETOBAaHUU MOKHO BBISIBUTH
NOCTYPAJIbHYI0 HEYCTOMYMBOCTb, CHM)KEHHE CIHOCOOHOCTH pPEQIEKTOPHOTO
MOJJICPKaHUS TO3bl M PABHOBECHUS, 4YTO MOXKET IPUBECTU K XapaKTEpPHOU
MapKUHCOHMYECKON MOXOAKE W MHBAIUJIHOCTHU (yTpare TpynocnocoOHocTH). [lpu
TOM €CJIM TMalHUeHTa CJIeTKa MOATOJKHYTh Ha3aJd, TO MOYKHO OOHapyX HUTh
PETPOIYJIbCHIO, MPU KOTOPOM OHM JAENIal0T HECKOJbKO IIaroB Ha3ajd, 4YTOoObI
yAepKaTh paBHOBECHE, WM NajgaroT. OHU 4acTO HE MOTYT MOAHSTHCS CO CTyJia, HE
UCIIOJIB3YSl PYKH, U UM TPYJHO HA4yaTh XOAUTH (HApyIIEHWE UHULIMALKUU XOAbOBI).
Kaxk npaBwiio, manueHTsl NEPEIBUTa0TCsl MEJIKUMH [MAPKAOIIUMH IAXXKaMH, 4TO
npuoOpeTaeT BUA «CeMeHsIIen nmoxoaku». MHoraa kaxercs, 4To OHU MOCTOSIHHO
MajaloT U CTPEMSTCS MOCTOSTHHO UITH BIIEPEN, YTO HA3BIBAETCS aHTEPONYJIbCUEH.
OTMmaxuBaroIlye IBKEHHS PYK MIPU X0/1b0€ YMEHbIIAKTCS (aXeUpOKUHE3), U OHU
94acTo JEMOHCTPHUPYIOT MOBOPOT «B OJoke» («en block» turning), mpu xotopom
namuenTsl ¢ bII moBopaunBarOTCA TOJIOBOM, TYJOBHUILEM U Ta30M OJHOBPEMEHHO
KaK €JIMHBIM LENbIM, OJIOKOM, a HE B IOCJEIAOBATEIBLHOCTU CBEPXY BHHU3 Kak
3n10poBble suna. HecrnocoOHOCTh TOJAaBUTh MOpPraHue MpU MHOTOKPAaTHOM
MOCTYKHMBaHUU TO IEeHTpy HaaOposHoit ayru (glabella) (cumnrom Maitepcona)
ABIIIETCS HeCNeUU(PUUECKUM TMPU3HAKOM, KOTOPBIM Takke MOXKET HaOIoAaThbes
P IPYTUX HEHPOJEreHepaTUBHBIX 3a00JIEBAHUSIX.

Jemenuuss He sBusgeTcs paHHUM IpusHakoM bII, HO cuurtaercsa, 4ro
JEMEHIIUS BBISIBISIETCS Ha Oojiee MO3AHUX CTAUSIX U BapbUPYET B IPOMEKYTKE OT
15% nmo 40% wu Beime. HexkoTopble M3 3THX Cily4aeB, BEPOATHO, CBS3aHbI C
copnanenueM BA u BIl, a gpyrue moryt mnpeiacTaBisTh cOOOW JAEMEHLHUIO C
TenbliamMu JIeBu, 0JJHAaKO HEKOTOPbIE CITyyau AEMEHIIUN HE MOTYT ObITh OOBSCHEHBI
HU OJIHOM W3 3TuX npuuuH. [lanmentsl Ha mo3aHen craauu bl wacto crpaparoT
OpanudpeHuei, Mpu KOTOPOM OTBETHI Ha BOMPOCHI 3aMEJISIIOTCS,, HO MOTYT OBITh

TOYHBIMH, C€CJINU MMPECAOCTABIIACTCA 1OCTATOYHO BPEMCHU JIA OTBETA. )Ienpeccnﬂ 151
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TpeBora BCTPEUAIOTCA YacTo, OCOOeHHO Ha mo3nuHux cragusx bBIL. [Ipyrue
comyrcTBytomue uepThl bIl HescHOW 5>THOJOTMU BKIIIOYAIOT cedopero U
HOBBIIICHHOE CIIIOHOOTIeNeHrue. Hapyinenue oOOHsSHUSA (BIUIOTH IO AHOCMHH)
ABJISIETCA OJHAM U3 paHHUX cuMOToMoB bII M, BeposATHO, CBSI3aHHO C
JereHepanrei 00OHATEIbHOM JIYKOBULIBI U IEPETHEr0 OOOHATENBHOTO SApa.

[Io wmepe mnporpeccupoBanusi bII y mamuMeHTOB BO3HHUKAIOT Jpyrue
npoOiemMbl Ha (OHE JUIMTEIBHOW Tepamuu JeBOAOINON. DEHOMEH «HMCTOIIECHUS
KOHIIA JI03bI» BO3HUKAET KO BPEMEHH CIIEAYIOIIEro MpueMa npemnapara, Ha (oHe
KOTOPOTO MAIMEHT MOXKET «3aCThIThY», CTAHOBSIChH MMOYTH HECTIOCOOHBIM JABUTATHCS.
[IpotuBomnosoXkHasg npobdiieMa — JUCKUHE3UH, BbI3BAHHBIE JIEBOJOMOM, - TaKKe
ABJISIFOTCSL JOCTATOYHO H3MarbiBaromMu. Ha mo3mHux cragmax BII mamumeHTsI
MOTYT BC€ Yallle HCIBITIBATh (DEHOMEH «BKIIFOUECHHSI-BBIKIIOYEHUS», IPU KOTOPOM
OHM KOJIEOJIOTCS MEXIY JUCKUHE3USMU M 3aCThIBAHUEM, IPU ITOM IPOMEKYTOK
BPEMEHHU, B TEUEHHE KOTOPOr0 OHHM (PYHKIHOHUPYIOT, JOCTATOYHO KOPOTKHUH.
Cuuraercs, 4TO 3TU KoJieOaHUs, KOTOPbI€ BO3HUKAIOT Y HEKOTOPBIX MALIMEHTOB Ha
NO3AHUX CTaAuAX 3a0o0JieBaHUs, BbI3BaHbl JBYMs (DaKTOpamMH: aHOMAaJIbHOMN
perynauueld ypoBHd jaodaMuHa U aHOMAJIbHON (DHU3HOJIOTMYECKOM peakuued Ha
IPEPBIBUCTOE 3K30T€HHOE JO3UMPOBAaHUE, YTO NPUBOAUT K HECTAOUIBHOMY
npoeaeHnto ummyinbcoB B IHC. IlposiBnenune ¢eHoMeHa «BKIIOYEHUS—
BBIKJIIFOYEHUS» B HEKOTOPOM CTENEHM MOTYT YMEHBIIMTH IIpenaparbl ¢
3aMeJJIEHHBIM BBICBOOOXKAeHUEM JieBoombl. Kpome toro, uaruoutopsl KOMT u
uHruontopel MAQO HenaBHO TOKa3aid OOHANEKUBAIOUIME PpPE3yJbTaThl B
nojJepKaHuM  (peryisiiiui) JAOCTaBKM JoaMHMHAa B MO3T M YMEHBIICHUU
CUMITOMOB ()€HOMEHA «HCTOILEHUS KOHIIA TO3bD».

Bomnpocs! AJ1s1 CAMOKOHTPOJIA:

1. Ha3zoBuTe OCHOBHBIC XapaKTEpHbIE KIMHUYECKUE TTposiBieHus bII.

2. HazoBute nposiBiieHUs1 CUHAPOMA NMapKUHCOHU3MA

3. Korga Bo3HHKaeT nmocTypaibHasi HEyCTONUYUBOCTh U KaKHE€ OCHOBHBIE €€
MIPOSIBJICHHUS ?

4. Kakue cuMOTOMBI BO3HUKAIOT 110 MEpE MPOTPECCUpoOBaHms 3a001eBaHus
Ha (hoHE Teparnuu JEBOAOION?

5. HazoBure kamMHUYECKHE CUMIITOMBI HeXapakTepHbie s aeorora BII.

6. Yro Takoe MapKUHCOHU3M-TUTIOC 3a00IeBaHuUs?

7. llepeuncnute Hambojee YacTo BCTpeYarOIIMecs MapKUHCOHU3M-TUTIOC
3a00JIeBaHUA.

8. UTto Takoe MblIIeUHasi pUTHAHOCTH MO TUIY “3yOuaToro kojeca’?

9. Yrto Takoe HemoTopHble cuMnTombl BI1? Bpems ux pa3sutus?

10. HazoBuTe OCHOBHBIE HEMOTOPHbIE TPOSBICHUS 3a00JIE€BAHMUS.
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'JTABA Ne9
JIEHEHHUE BI1

MeankaMeHTO3HAS Tepanus

B Hacrosimiee BpeMs BO BCEM MHpE HMCHOJB3YIOTCS IMpenaparbl, KOTOphIE
HUKAK HE BJIMSIOT Ha CKOPOCTh mporpeccupoBanusi bll, a TOJbKkO KOMIEHCUPYIOT
aepuuT nopamMuHa B cuHamnce. JlelicTBUe COBPEMEHHBIX JEKapCTB HaIPaBJICHO
Ha: 1) BocmomHeHue J0(PaMHHOBON HEIOCTATOYHOCTH MyTEM Ha3HA4YEHUs
JICKaPCTBEHHBIX CPEICTB COACPIKAIIUX JIEBOAOMY, 2) yAJIMHEHNE (QYHKIIMOHATHLHON
AKTUBHOCTU W/WJIU TOBBIIIEHHE KOHIEHTPALMK UMEIOIIErocsl B HEPBHOM CUCTEME
nobamuna; 3) 3amemieHue dSPdekToB godaMHHA HA MOCTCUHANTHYECKOU
MeMOpaHe  MOCPEJACTBOM  CTUMYJSIIMM  J10(aMUHOBBIX  PELENTOpoB, 4)
KOMIIEHCAIMI0  (YHKIMOHAJBLHOM  HENOCTATOYHOCTH  JodaMHHA  MyTEM
BO3JICHCTBUSI HA APYyrue HEHPOTpaHCMUTTEPHBIC (HEUPOMEIUATOPHBIE) CUCTEMBbI
(HanpuMep, XOJIMHEPTHMYECKHE, aJAPEHEPIHYECKUE, CEPOTOHMHEPTUYECKUE H
IpyTHE).

CymiecTByromye K HacTOSIIEMY BPEMEHHM IIpenaparbl MaTOre€HETHYECKOU
(3aMecTUTENBbHOM) Tepanmuu KIACCUPUIIMPYIOTCS 1O MEXaHU3My JIeUCTBHUS
CJIEYIOIUM 00pa3oM:

1. [Ipenapatel neBopomnbl. [lelicTBME HANpaBI€HO HA BOCIHOJIHEHUE
10(paMUHOBOM HEIOCTATOYHOCTH.

- leBojiona + 6eHcepaszu (Magonap)

- JIepojiona + kapouona (HaKoM, CUHJIOMA)

2. AronucTtsl noamMuHOBBIX perienTopoB (AJIP). [leiicTBue HampaBlieHO
Ha 3amerienue dhPexToB foPamMuHa Ha MOCTCUHANITUYECKONH MeMOpaHe.

- OPTOJMHOBBIC (OPOMOKPUTITUH, KAOEPTOJIUH, JTU3YPUI, TIEPTOJIH]T)

- HEIPTrOJUHOBBIE (ITPAMUTIEKCOJI, ATOMOP(PUH, MUPUOSTUIT, POTTUHUPO)

3. AHTHXOJIMHEPIUYECKUE TMpenaparsl. JleHCcTBUE HaAmpaBlI€HO Ha
KOMITEHCALMIO (DYHKIIMOHAJIBHOW. HEIOCTATOYHOCTH AEHCTBUA NOo(daMHUHA ITyTEM
BO3JICICTBUSI HA ApPYyrue HEHPOTPaHCMUTTEPHBIC (HEHPOMEIUATOPHBIE) CUCTEMBbI
(CHI>KEHHME aKTUBHOCTH XOJIMHEPTUYECKUX HEHPOHOB).

- TpureKcuGeHU U (IIUKII0I0IT)

- OunepuicH (aKUHETOH )

4, [Ipenapatel amaHTanuHa. JleMCTBUE HANpPaBIICHO HA YIJIMHECHHUE
(hYHKIIMOHATLHON aKTUBHOCTH J10(haMUHA MyTEM TMOBBIIMICHUS YYBCTBUTEIBHOCTH
10(aMUHOBBIX PELENTOPOB K MEIUATOPY U CTUMYJIUPOBAHUS €0 BBIJACICHUS U3
HEUPOHAIBHBIX JIETIO,

- aMaHTaJIMHA TUAPOXIIOpU]T (MUAAHTAH)

- amadTanuna cynbdat (ITK-mepir)
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S. Nurubutoper MAO-B (MoHoamuHoOkcunassl tuma B). [lelicTBue
HAIpaBJCHO Ha TMOBBIIICHUE KOHIIEHTpAallMU Jo(paMUuHA IYyTEM TOPMOKEHUS
aKTUBHOCTU (pepMEeHTa MOHOAMUHOKCHUIA3bI.

- CEJICTUIIMH (FOMEKC)

- pa3arwivH (a3uJIeKT)

6. Nurubutoper  KOMT  (pepment karexon-O-metuntpancdepassi).
JleiicTBe HampaBJIC€HO HAa TOPMOXKCHHE OWOTpaHCcPOpMalud OJHOBPEMEHHO
Ha3HA4YaeMOM JIEBOJOIIBI, YTO BEJET K MPOJICHUIO ()YHKIIMOHATHLHOW aKTUBHOCTH
nodaMuHa.

- TOJIKaIroH

- DHTaKaIoH

7. KomMOuHupoBaHHBIE MTpenaparsl.

- CTaJIEBO (JIEBOJIONBI, KAPOUIOMBI, SHTAKAIIOH )

Menukamento3Hass tepanuss bII B PB  ocHoBbiBaeTcss Ha oOmux
TpeOOBaHMUSIX K JUArHOCTUKE U JICYCHUIO OCHOBHBIX HEBPOJIOTMYECKHUX
3a00eBaHUN y TAIMEHTOB crapuie 18 neT B aMOynaTOpHBIX M CTAallMOHAPHBIX
ycioBusix. WM ocymiectBisiercs B COOTBETCTBMM ¢ 3akoHOM PB  «O
3IpaBOOXPAHEHUN» U COOTBETCTBYIOLIETO MPOTOKOJIA M0 JUATHOCTUKE U JICUCHHUIO.
Tak cornacHo noctanoBineHuo M3 Pb Ne8 ot 18.01.2018 na amOynaTopHOM 3BEeHE
HaOJI0JICHNE HEBPOJIOTa OCYILIECTBIISIETCS C 1IEIbI0 OLICHKH XapakTepa JTUHAMUKU
KJIMHUYECKOW KapTHHBI 3a00jieBaHUs (IIPOrpecCHpPOBaHUE TPEMOpa, aKWHETHKO-
PUTHUIHOTO CHUHAPOMA, BpeMsl MPUCOEAUHEHUS] MOTOPHOM CHUMITOMATHUKU CO
BTOPOU CTOPOHBI, CKOPOCTh Pa3BUTHS MMOCTYPAIbHOU HEYCTOMUYUBOCTH; MOSBICHUE
kputepueB uckimrodeHus: bl (mapanuu B3opa, mupaMuIHas W/WIH MO3KEUKOBAsS
CUMIITOMATHKa, pPaHHUE OPTOCTATUUYECKHWE HAPYIICHHS W Jp.)), HCKIIOUCHUS
BTOPUYHOTO MAPKMHCOHM3MA WU 3a00J7€BaHUN MapKUHCOHU3M-TUTIOC, a TaKXKe
KOPPEKIIMS JICUCHUS U COIMaIbHasl aianTalus MairueHTOB.

[Ipn mepBuyHOM OOpalieHnH NauuMeHTa ¢ nojpo3peHueM Ha bII HazHauaroT
psAI 00513aTENIBHBIX U JOTOJHUTEIIBHBIX 00CIIEIOBAHUIA.

[Tepeuenpb 00s3aTEIBLHBIX UCCIICIOBAHUI BKIIIOUAET B ceOsI:

- OAK;

- OAM;

- buoxumuueckuii aHanu3 KpoBHW (ONpPENEICHUE YPOBHS TJIFOKO3bI KPOBH,
obmiero Oenka, oOmero OwiIMpyOWHA, MOYEBHMHBI, HATpHUs, Kajaus, XJopa,
onpenenenre akTuBHOCTH ATAT, AcAT);

- OKT;

- KOHCYJbTaIus odTaabMoyiora (OCTpOTa 3pEHUs, TOJS 3PEHHS, TIa3HOe
JTHO).
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K [ONOJHUTENBHBIM HCCIAEAOBAHUAM OTHOCATCS KOHCYJIBTAlMS Bpaya
IICUXUATPA-HAPKOJIOTa U IPYrUX Bpadyei-CeUaINCTOB 110 OKa3aHUSIM.

MenukameHTO3Has Tepanusl JIML MOJIOAOro Bo3pacTa (<55 JeT), KOTopble
paHee He NOJydyalM JiIeYeHHe, HauuHaercs ¢ MoHoTepanuu AJIP (mpamumekcodn,
nupuOearIl) UK TpenaparaMu aManTaanna (munantas, [IK-mep).

VY nun crapmiero Bo3pacta (>65 1er), He TOJIy4yaBIIHME paHee JeYEHUeE,
TaK)Xe HauMHAIOT ¢ MoHoTepanuu AJ[P (mpamurnekcos1, nmupudenns), npenaparaMu
amaHTaguHa (MupanTtad, [IK-mepr) wnm npenaparamMu J€BOJOIBI B MajbIxX
J03UpOBKax (Maaomap, HaKOM; IO IIOKa3aHWsAM Ha3HA4YaroTCs IpernapaTsl
JEBOJIONBI € MOAU(PUIMPOBAHHBIM BBICBOOOXKJIEHUEM WIH JIUCHEPTUPYEMbIE
TaOJIETKH).

Ha cranmonapHoM 3BeHe, PpailOHHbI YPOBEHb, OCYILIECTBIACTCS
KOHTPOJIb  BBIMOJHEHUs  O0A3aTENbHOIO W JIONOJHUTEIBHOTO  MEpPEYHs
oOcnenoBaHuil Ajig aMOyIaTOpHOro 3BeHa. [Ipu OTCYTCTBUM TaHHBIX WM HAIUYUU
KJIIMHUYECKH 3HAYMUMBIX OTKJIOHEHUU u/unm U3MEHEHHUH
COMATUYECKOT0/HEBPOJIOIMUECKOTO OOBEKTUBHOIO CTaTyca MalueHTa TpeOyeTcs
NOBTOPUTh HeoOXoauMmble uccienoBanus. [lo mokazaHusM  Ha3HadaeTcs
JOTIOJIHUTENbHBIN TIepeYeHb 00CIE0BAHUMI:

- 9x00C;

- BereratuBnbii npoduns: AJl, YCC uyepe3 3 wyaca B 3-x TOYKax,
BETETAaTUBHBIE TECTHI;

- Buoxumuueckuil ananus KpoBH (YpOBEHb OOIIETO KajablUsl, MarHUs);

- KoncynpTranus Bpaya-TeparieBTa;

- KoHcynpranus Bpayei-crieuaarucToB 10 MOKa3aHUSIM.

JleueHne Ha paHHEN CTaAuM BO BCEX BO3PACTHBIX TIPyNnax AHAIOTHYHO
JICYEHHUI0, HA3HaYaeMOMY Ha aMOYJIaTOPHOM ypOBHE.

IIpu akuHeTHMYeCKHX KPH3aX HA3HAYaeTCs aMaHTaJWH B BUJE PacTBOpA
st uabekiui (IK-mepir).

Ha o0aacriom ypoBHe u PHIII[ HeBpoJsiorum W HeHpoOXupyprum
OCYILECTBIISICTCS KOHTPOJIb BBINOJHEHUs] 0053aTEIbHOrO W JOIMOJHUTEIBHOIO
nepeyHsi oOcieoBaHUN JIsi aMOyJIaTOPHOTO 3BEHAa M Ha CTAalMOHApHOM 3BEHE,
HIDKEJEeXKAIMNA ypoBeHb. [IpH OTCYyTCTBUM JaHHBIX WM HAJIWMYUHA KIMHUYECKH
3HAaYUMBIX OTKJIOHEHUM W/WIM HM3MEHEHHMH COMAaTH4YE€CKOr0/HEBPOJIOTHUYECKOTO
OOBEKTHUBHOIO CTaTyca [MalueHTa Tpedyercs TMOBTOPUTh  HEOOXOIHUMBbIE
uccienoBanus. Ilo mokazaHusiM Ha3HayaeTcsl JOMOJHUTENIbHBIA TepeyeHb
00CJIeTOBAaHUN:

- buoxumuueckuil ananu3 KpoBH (YpOBEHb LIEPYJIOITIA3MUHA U MEIN);

- MPT roioBHoro mMo3ra;
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- BereratuBnbii mpodunn: AJ[, UCC uepes 3 waca B 3-x TOUKax,
BETE€TATUBHBIE TECTHI;

- 90r;

- MOJIEKYJIIPHO-T€HETUYECKasl JUAarHOCTHKA;

- YV3/II" nepedpaibHbIX COCY/IOB;

- KoHcynbTanus Bpaya ncuxuarpa-HapKoJIora, ICUX0JIOTa;

- BereratuBHbIC BbI3BaHHBIE TOTCHIUAIBI.

JleueHre aHAJIOTMYHO JIEYEHUIO, MPOBOJAMMOMY Ha pailoHHOM ypoBHe. Ilo
MOKA3aHUSM TMPOBOAMUTCS OOECIEUYCHHE MPOXOJANUMOCTA BEPXHHUX JAbIXATEIbHBIX
NyTei, OKCHUIEHallusd uYepe3 Ha3albHBIA 30HJ CO CKOPOCThIO 2-4 J/MuH;
IPUIIOJHUMAHHE TOJIOBHOTO KOHIIA KpoBaTH Ha 30 rpalyCoB; YCTAHOBKA MOUYEBOTO
Karerepa W/WiIM Ha30racTpajibHOrO 30HMA; KOPPEKUHS THUIOBOJIEMHH IyTEM
BBEJICHMS HATpusl XJIopul. [Ipu TsKeaoM ero TeYeHuM OCYIIECTBISIETCA MEePEBO
Ha MBJIL.

Takoke ocyuiecTBisieTcs: IpoduiIakTUKa TPOMO0IMOOJINU U3 TIIyOOKUX BEH U
TOJIA cornacHo mnporokona Ne8 M3 Pb: mnpepeiBuCTass NHEBMaTHYECKas
KOMITPECCHUSI WJIM KOMITPECCUOHHBIC UylKu. [Ipu Hamnmuuu TpomMO03a riiy00oKUX BEH
HKHUX KOHEYHOCTEH HE0OXOJMMO Ha3HAYeHWE rernapuHa, HU3KOMOJICKYIISPHBIX
renapuHoB niau ACK, KoMy pOTHUBOIIOKa3aHbl AHTUKOATYJISHTBL.

[Ipu OoneBoM cuHapoMe u runeprepmun HazHavatorcs HIIBC, a npu
MOJ03PEHNN Ha UH(PEKIINIO BEPXHUX JbIXaTEIbHBIX WJIM MOYEBBIBOISIINX MTyTEH —
aHTUOaKTEepHaIbHbIE CPEICTBA.

[IpoBenenne BpaueOHOro koHcuiamyma B PHIIL[ HeBponorum wu
HEUPOXUPYPIUU OCYILIECTBISIETCS JUIsl PEIICHHS BONPOCca O XUPYPrUUECKOM
JICYEHUH.

Ha Bcex ypoBHSIX OKa3aHUsI MEeIMIUHCKOM nmoMomu nauueHtam ¢ bII
NMOKAa3aHbI CJeAy0le HA3HAYCHUS:

- TpuU Tpemope: TmpompaHoson (OeTa-aapeHoO00KaTOp), BallbIpoeBast
KHCJIOTa (MPOTUBOIMMICTITUYECKHUE CPEICTBA);

- TIpU JUCKUHE3USX: aMaHTaJWH, MpaMHUMeKcon (mpu HEoOXOJAUMOCTH —
MPOJIOHTUPOBAHHOTO JICUCTBUS), MUPUOSTIT (JOTMAMHUHEPTUYECKUE Tpernaparhl);
MaHTOIPA30JI; BAIbIIPOEBask KUCIOTA (MPOTUBOAMUIIEITUYECKUE CPEACTBA);

- [pUd  TCUXOTUYECKUX  HAPYLIEHUSX:  KJIO3allMH,  KBETUAIHUH
(AaHTUICUXOTUKH);

-  TpuU  JIENPEecCUU:  aMUTPUNTHIWH,  (QIYOKCETHH,  MapOKCETHH
(aHTHAETIPECCAHTHI);

- [IPY KOTHUTUBHBIX HAPYILLIECHUAX: [TIMLIWH, JOHEIIE3U, TaJJaHTaAMUH;
- OTJL, JIOK.
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Ha mno3nHeld cragum 3a007€BaHMsS HAa BCEX YPOBHAX OCYLIECTBISETCS
MEIMKaMEHTO3HAass KOPPEKLHUs JICUEHUS:

- 4-6 xpaTHBIN NpUEM IpenapaToB JEBOIOMNbI;

- Ha3Hau€HUE  IpernaparoB  JEBOAONBI €  MOAU(DULMPOBAHHBIM
BBICBOOOXK/ICHUEM HITU AUCTIEPTUPYEMBbIE TaOIEeTKH;

- Tpd HEOOXOAMMOCTH J00aBJICHHE JONAMHUHEPTHUECKHUX IpEenapaToB
(amaHTaJIUH, IPAMUIIEKCOI, TUPUOEIIII);

- mpu (eHOMEHe «KOHIAa J03bD» TMEepPEeBOJ Ha Mpenaparhl JIEBOAOIBI C
MOJIU(ULIIPOBAHHBIM BBICBOOOKACHHUEM.

O6mme pekomenganuu no Haznadenuro IITC

[IIIC Ha3zHayaroTCs C NOCTENEHHBIM TUTPOBAHUEM JO3bI 10 JOCTHIKECHHUS
TEpPaneBTUYECKOIO JMara3oHa (J03bl psaa NpernapaTroB yKa3aHbl HUXKE, a TaKkKe
JOCTYIIHBI NIl O3HAKOMJIEHUSI B COOTBETCTBYIOIIEH MEIMIIMHCKON JIMTEepaType,
MHCTPYKIUSAX 1O  nOpuMeHeHuro). Ilpu  mocTwkeHuM — 10361  paBHOM
TEpaneBTUYECKON U MPU OTCYTCTBUU MOJIOKUTEIBHOTO d(deKTa nin MOsIBICHUS
no0ouHbIX 3(h(PeKTOB JanbHENIIee TUTPOBaHKE Mpenapara npekpaiaercs. Eme 1o
BBEJICHUS JIIOOOr0 Mpernapara B CXEMy JIEUEHHUS MalueHTa HaJo 00s3aTEeNbHO
OpenynpeanuTb, 4YTO TMPU Pa3BUTHHU JIOOOr0 HEOOBIYHOIO COCTOSHUSI B
CaMOYyBCTBHHM €My HEOOXOJIMMO OOpaTUThCA K Bpady IJisl PEIICHHs BOIpOca O
HEOOXOAMMOCTH TpEKpalleHusi MpUeMa IMpenapara WM BO3BpaTa K J03aM
npenapara, KOTopble NEPEHOCUIUCH XOPOLIO.

[TauenTa  Takke  Hago0  O3HAKOMUTH C  TpaBWIaMH  [pueMa
IIPOTUBOIIAPKMHCOHUYECKHUX ITPENApATOB:

1)  mnpueM JIEKapCTBEHHBIX CPEICTB OCYIIECTBIISCTCS HA IMOCTOSHHON
OCHOBE, IPEUMYILIECTBEHHO HATOLIAK WM Yepe3 |-2 yaca nocie npruema MuILy.

2)  BO3MOXXHBI KOJI€OaHHS Pa30BOM M, COOTBETCTBEHHO, CYTOYHOW JO3bI
npenapatoB (10 25%, COOTBETCTBEHHO) B 3aBUCUMOCTH OT MOTOPHOW aKTUBHOCTH
NMalnyeHTa (BBIXOJHbIE WM padouMe JHHW, AKTUBHBIA WM MACCHUBHBIA OTABIX
(HampuMep). T.€. MAIMEHT MOXKET caM PEeryJupoBaTh J103y MpenapaTroB MO Mepe
HEOOXOIMMOCTH).

3)  BO3MOXKHBI U3MEHEHUSI BPEMCHH MPHEMa MPEIapaToB B 3aBUCHMOCTHU
oT 00cTosTenbeTB (£ 15-30 MUHYT OT HA3HAYCHHOTO). T. €. MPUHUMATh TIPEnapaThl
«10 OyJIUITBHUKY» HE TpeOyeTcs.

4)  Ha3uauenwe r000OT0 HOBOTO Tpemnapara K YK€ MPUHUMACMbIM
JIEKapCTBEHHBIM CpPECTBaM TpedyeT 00s13aTebHOr0 MHGOPMHUPOBAHUS Bpaya CO
CTOPOHBI TMAalMEHTa 000 BCEM TIEPEYHE JIEKAPCTBEHHBIX CPEJCTB, KOTOPbIE
MPUHUMAET MAlUEHT W IMPUCTAIBHOIO HM3YyYEHHs HHCTPYKLUUU IO NPUMEHEHHIO
(JtekapCTBEHHOMY B3aUMOJIEUCTBUIO) IUIAHUPYEMOTO K Ha3HAUYEHHUIO Mperapara.
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Ha3naueHne 7neKapCTBEHHBIX CpPEACTB (B TOM YHCIE M HAydajo
MeaukaMeHTto3Horo  jedyenuss  bII)  ompenmensercs — QyHKIMOHATBbHBIMU
HapYUICHUSIMUA, OTPAHUYEHUSIMH CO CTOPOHBI MPO(ECCHOHATBHBIX HABBIKOB WJIH
HABBIKOB caM000cyXuBaHus. [lallUeHT MOJKEH YeTKO MOHUMAaTh, YTO JOCTHYb
MOJIHOM KOMITEHCAIIMM MOTOPHBIX W/MJIM HEMOTOPHBIX CHMIITOMOB 24 daca B
CyTKM, 7/ JHEH B HENEH0 JIEKAPCTBEHHOM TEpanued  HEBO3MOXKHO.
“KocMernueckue”, “3cTeTUYeCKre’” MOMEHTBI, CBSI3aHHBIE C PA3BUTHEM MOTOPHBIX
¥ HEMOTOPHBIX cuMITOMOB BI1 He 10KHBI OBITH BEAYIIMMHU, OIPEACISIONIUMU BO
BpaueOHOM MpaKTUKE IMPU PEIIEHWHM BONpOca O Hayajge MeIUKaMEHTO3HOM
Teparuy, a TAKXKE MPU HA3HAYEHUM HEMEIUKAMEHTO3HOW Teparuvu, ONpPEICIICHUS
MMOKa3aHUM ISl HEMPOXUPYPIrUUECKOW ITOMOIM, KJIECTOYHOM Tepanuu. [lanmeHt
NOJDKEH MOHMUMATrh, 4To bII — 3TO0O HEYKIOHHO mporpeccupyroiee
MHBAJIMU3HpYIOIee 3a00JieBaHUE, M CKpPbIBAaThb CUMIITOMBI 3a00JIEBaHUS OT
OKPYKAIOIIMX YAAETCS TOJBKO KaKOe-TO OrPaHUYECHHOE, KOPOTKOE BpeEMH,
MIPEUMYILIECTBEHHO B MEPBbIE MECSALBI/TOABI 1€0I0Ta MOTOPHBIX CUMIITOMOB.

bpomMokpunTuH

O¢ddextuBen npu HazHayeHun mnanueHtam ¢ bIl Ha panHelt craguu:
YMEHBIIIAET TPEMOP, AKUHETUKO-PUTUIHBIA CUHIPOM, YBEITUUUBAET JABUTATEIbHYIO
aKTUBHOCTb NalMeHToB. Ha3zHavyaeTcs 4dailie B BUJie MOHOTEPAIIUH C MOCTEIIEHHBIM
TATPOBAHUEM J103bl, HAUMHAsA C 1,25 MI BeyepoM €KEIHEBHO B TECUEHUE HEMCIIH,
Jajee MPOUCXOANUT MOCTENEHHOE YBENIMYEHUE 036l Ha 1,25 Mr KaxKayro HEHENIo
0 JOCTHKEHUs TepaneBTHUYecKod 103bl paBHOoM 10-30 mMr B 2-3 mpuema.
BpoMOKpUNITHH MOXET OKa3bIBaTh IMOJIOKHUTENbHBIA dPGEKT y MaIUeHTOB,
KOTOpBIE HE OTBEYAIOT HA JIEBOAOMY WJIM MMEIOT CHUKCHHBIM OTBET Ha HEE, TaK
KaK OH CTUMYJUpPYET MpeoOpa3oBaHue JIEBOJOMNbI B 0GaMHUH, a TAK)Ke aKTUBUPYET
cuHte3 naoamuHa B crpuaryme. OnHako OpOMOKPUINITHH, Kak W JpYyrue
APTOJMHOBBIC MpenapaThl, UMEET PsJi CEPhE3HBIX MOOOYHBIX SIBICHUM: HApYIIEHUE
paboThl KJamaHoB cepina U (pudpo3 JIEro4HOUM MJIEBPHI, YTO OrPAaHUUYUBAET €ro
IUpOKOe TpuUMeHeHHe. Takke BBICOKAsh 4YacTOTa BBIPAKEHHBIX MOOOYHBIX
SIBJICHUM HE TIO3BOJISIET JIOBECTHU JI03Y JI0 TeparneBTUYeCKU d(HPEKTUBHOM, B CBSI3U C
yeM OpPOMOKPHUIITUH OKasbiBaeTcs MeHee 3(PGEeKTHBEH B CpaBHEHUU C JAPYTUMH
AJIP.

Tpurexkcudenunania (Lukiaono.n)

[Ipumensiercs  ajis  KyOUPOBAHHUS — SKCTPAlMPAMUIHBIX  CHUMITOMOB
HEHUpoJIeNTUKOB. DPGEKTUBEH B OTHOIIEHUH YMEHbIIeHHs Tpemopa ripu BII (vum
CUHApPOME IMapKHUHCOHM3Ma HMHOIO TEHE3a), OJHAKO OKAa3bIBAETCS CKPOMHOE
BJIMSIHUE HA AKUHETUKO-PUTUIHBIN CHHIPOM. Takyke yMEHbBIIAeT CIFOHOTEYEHUE,
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KOTOPOE€ YacTO TOSIBISIETCS Ha TMO3MHUX CTaAusIX 3a00J€BaHUs, B CBS3U C €TO
XOJIMHOJIUTUYECKUM JeiicTBUEM. [IpruMeHeHre orpaHui4eHo, OCOOEHHO Y TTOKUITBIX
JUL, W3-32 BBIPAXKEHHBIX MOOOYHBIX peakuuil (B YAaCTHOCTH, CTPEMUTEIBHOE
yCyryOJeHue KOTHUTHBHBIX HApYIICHUW, TOSBICHUE TaJUTIONMHALMNA W/UIU
CITyTaHHOCTHU CO3HAHUS).

AMaHTAIuH

AMaHTaJIUH TMEPBOHAYAIBHO MPUMEHSJICA B KaueCTBE NPOTUBOBHPYCHOTO
npenapara. CiydailHO ObUTIO OOHApY’>KEHO, YTO Mpernapar CIocoOeH 00Jierdarhb
pannue cuMmnromel  BIl.  AnTuauckuHernueckue 3¢GEKTbl  aMaHTaJIWHA
NOATBEPKAAIOTCSI MHOTOYHCIICHHBIMH J10Ka3aTelIbCTBAMH. MHOrMe KIMHUYECKUE
WCIIBITAaHUS TTOKA3aJIM, YTO aMAHTAJWH MOYKET YMEHBIIUTH MIPOIOJDKUTEIBHOCTD
JIN]I 1 TseCcTh 3aCThIBAaHUM, a TAKXKE YIYYIIUTh OBCEIHEBHYIO AKTUBHOCTH IPU
BII. Kpome ToOro, amaHTagvH TakK€ YMEHBIIAET BBIPAXXEHHOCTh WIPOBOU
3aBUCUMOCTH — TMo0o4HOro »sddexkra g0haMUHOBBIX aroHuctoB. CToUT
3allOMHHATH, YTO OTMEHA AMAHTAJWHA MOXET BBI3BIBATh YXYJIUIEHUE COCTOSHUSA
JIN]] uepe3 7 nHell W BbI3bIBaTH ycwieHue auckuHe3nil Ha 10-20%, mostomy
MOCTENEHHAsl OTMEHA aMaHTaInHA HEO0X0ANMAa B KIIMHUYECKOM MpaKTUKE.

ATOHHMCTHI 10()AMUHOBBIX PeleNTOPOB

ATOHHUCTBI AO(AaMUHOBBIX PELIENTOPOB OOBIYHO HCIOJB3YIOTCS B KaueCTBE
HayalbHOW MOHOTEpanuu WM jaonoysHutensHoro JedeHuss bBII. IloGounbie
3¢ (}exThl BKIOYAIOT TAJUIIOUMHALMHA, THINOTEH3UIO, TOLIHOTY, PBOTY, HUIpOBas
3aBUCUMOCTh, KOMITYJIbCHUBHBIE ITOKYIIKH U TUIIEPCEKCYAIBHOCTb.

[Ipon3BOAHBIE CITIOPBIHBM B HACTOSIIEE BPEMsI MCIOJB3YIOTCS PEIKO M3-3a
TSOKETBIX TMOO0OYHBIX 3(P(HEKTOB BalbBYJIONATUA |  IUIEBPOIYJIBMOHAIBHOTO
¢ubpo3za. IlponsBoaHbIe, HE OTHOCSIIMECS K CIOPBIHBE, BKIIIOYAIOT POMUHUPOIL,
MpaMUINEKCOJ, POTUrOTUH MU anomoppuH. CoriacHo MeTa-aHaJTUTHYECKOMY
UCCJIEIOBAHNIO, TPOU3BOJHBIC, HE COJEpXKAIKUE CHOPBIHBU, IEMOHCTPHUPYIOT
aHAJOTMYHbIE YJIYYUIEHUS B MOTOPHBIX IIOKa3aTeliIX M BPEMEHU OTAbIXa.
[Ipamumexcos ¢ BEICOKMM CPOACTBOM K perentopy D3 crnocoOeH B omnpeneiaeHHON
crenenu ocnabnate JIMJ[. TpancaepManbHBI TIJIACTBIPh C POTUTOTUHOM,
o0OecreunBalOIUKA HEMPEPHIBHYIO JIOCTaBKY JeKapcTBa B TeueHue 24 4acos,
MOKa3bIBaeT yiydllleHue B odd-nepuoge. AnoMoppuH, aroHUCT PELEHTOPOB
D1/D2 kopoTkoro aeuctBusi, umMeeT JBe (OpPMyJbl AOCTaBKU (IIPEPHIBUCTHIE
MHBEKIHMH U MOJKOXHbIEe MHPY3un). Kpome TOro, ero Takxe MOKHO UCIOJIb30BaTh
B BHJIE€ UHTAISIMOHHOTO CYXOr0 MOPOILIKAa U CYOJIMHIBAIIbHON MOJIOCKHU, KOTOPHIE
BCE €IIE HAXOJATCS HA CTaJANH KIMHUYECKUX UCIIBITAHUM.
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Ponuaupon u mpaMumnekcos, aroHucTsl penentopoB D2/D3, Takxe Moryr
OKa3blBaThb HEWPONPOTEKTHBHOE JeWcTBHE. [IpaMHIIEKCOI MOXKET NOBBIIATH
YPOBHHU HEKOTOPBIX HEHpOTpodHuueckux (HakTopoB U MHAYLUPOBATH ayTO(haruio y
AKCIIEPUMEHTAJIbHBIX  JKUBOTHBIX.  PomMHMpON ~ MOXET  MHIMOMpOBATH
MOCHeIyIOIHil  ANONTOTHYeCKHH  kackag u  OmokmpoBate  Ca’'-mepexon
mutoxoHIpuit. ODIKT/IIDT-Bu3yanuzanus MOKa3bIBA€T, YTO MPAMMIIEKCON U
POMUHUPOI MOTYT YMEHBINATh JIETCHEpaIuio J10paMUHEPTrHUIeCKUX HEUPOHOB U
3aMeIuTh nporpeccupoBanne BII mo cpaBHeHUIo ¢ neBoaonoi. OgHako HeTaBHEE
uccienoBanue 4-oi  ¢aszpl  MMOKazajgo, YTO IpaMUIIEKcon He o0jaaaer
HEUPONPOTEKTOPHBIM (P eKkToMm.

MexxayHApOAHbIN ONbIT

B psge 3apyOexHBIX CTpaH MPUMEHSIOTCS Npenaparbl, KOTOpble B
HACTOsIIIIee BpPEMsl HE 3aperucTpupoBaHbl B PB, HO JEMOHCTPUPYIOT BBICOKYIO
3¢ (deKTUBHOCTH AJIs perpecca cuMnToMoB bII.

Anomop¢una ruapoxJopun. [Ipumensiercs y manmentoB ¢ bII Ha mo3aHux
CTaAMSIX M TMpPU HAJUYUM MOTOPHBIX (UIIOKTyaluid, B YacCTHOCTH NIpH «Ohd»-
nepuoae (off-period), mepuone «BKIOYCHHME-BBIKIIOUCHHE»  (Unpredictable
"on/off" episodes), peromene «ucromieHus KoHma a03bl («end-of-dose wearing
off»).  IlomkoxHbIi anoMOppHWH HCHONB3yeTCss B KauecTBe A(PPEKTHBHOTO
CpEICTBA JICUCHHs NALUMEHTOB C WHBAJUAU3UPYIOIMIMMH HApyIICHUAMH NEpPUOIa
BoIKItoueHuss  (“Odd-nepuona”), HEBOCHPUMMYMBBIMH K  TEPOPAIHHBIM
npenaparaM, a TaKKe €ro peKOMEHAYIOT Nepeja NEepPeXoAOM Ha XUPYPruuecKue
MeToAbl JedeHus. Bo Bpems OCTphIX 3MU30J0B THNOMOOMIBHOCTU («0hd»-
MEPUOJIOB) pPEKOMEHJyemas MOJKOXKHas [03a anoMoppuHa TUAPOXJIOPHIA,
BBOJMMAs C NOMOIIBI INpUUA-pydkH, cocraBiaser 0,2-0,6 M TOAKOXKHO.
MakcumanbHas u3ydeHHas Jo3a cocrtaBiaser 0,6 M mATh pa3 B JIEHb.
PekoMeHnayeTcss BBOAUTh MOJAKOXXKHO B IMpeAIuieube, OeIpo win kUBOT. bricTpoe
HacTyruieHne TepaneBTudeckoro 3ddekra (Cha HacTynmaeT uyepe3 20 MHHYT) U
MPOJIOJKATENLHOCTD JEHCTBUA ACNAI0T €ro MPUEMIIEMbIM BapHAHTOM JaKe MOCIIe
Hayana «opd»-neproa, Tak Kak HE BCErJa BOZMOXHO Mpeayraiath nepexoa «0on-
offy. HenpoaomkuTenbHOCTh NEHCTBUS U HEOOXOJAUMOCTh MMOBTOPHOTO BBEICHHUS
0O0BSACHSIETCSI KOPOTKUM MEPUOJIOM MOJIYBBIBECHUS - BCETO 43 MUHYTHI.

HempepriBHast ~ moakokHass — wH(Y3uss  anomopduHa  obecreunBaeT
MOCTOSIHHYIO J0()aMUHEPTUYECKYI0 CTUMYJIALIUI0O — 3TO XOpolllas allbTepPHATHBA
TJIyOOKOW CTUMYJISIIMKM MO3ra JJisi KYNMUPOBaHUS MOTOPHBIX (DITIOKTyaluii y
nanueHToB ¢ nporpeccupyromierd bII. IIpemapar Takke Xopomo cokpamaer
MPOJIOJKUTENBLHOCTh O (-TIEpHUOIOB U B HayaldbHOU (haze pa3BEepHYTOM CTaauu
3a0oneBaHusl. ANOMOP(QUH yIydlIaeT pa3Ju4yHble HEMOTOPHBIE HapyUIEHUS,

91



BKJIIOYasi HEHPOICUXHMATPUUECKHE MpOOJeMbl y 3TUX manueHToB. Mccnemyercs
3¢ (HEKTUBHOCTD U CYOJMHIBAJILHOTO IMYTH MOMAJaHus Ipenapara B OPraHu3M.

BBenenue JieBOAONBI/KAPOUAONBI MIyTEM HeENPEPbIBHOM TyO0deHAJbHOMI
MH(QY3UM T[I03BOJISICT 3aMEHUTHh BCE IEPOPAJIBHBIE Ipenaparsl W IO3BOJSET
JNOCTUYb YAOBJIETBOPUTEIBHOTO TEPAIIEBTUYECKOTO OTBETA, COMPOBOKIAIOIIETOC
CHIDKCHHEM TSDKECTH MOTOPHBIX OClIOKHEeHHH. OjHako 3Ta mpoleaypa Ooree
WHBa3MBHa, dYeM uH(Qy3us anomMoppuHa, MOCKOJIbKY TpeOdyeT YpEecKOKHOMH
HHIOCKOMMYECKON racTpocToMuu. KimmHu4Yeckuit onpIT HHPY3HU MOKA3bIBAET, YTO
HenpepblBHAasg  JoaMHHEpruyeckas  CTUMYJsALUA  JO0(paMHUHEPTHUYECKUMU
npernaparaMd YMEHBIIAET AUCKUHE3HUIO U PaCIIMPSET TEPAIEBTUYECKOE OKHO IIPH
no3gHux craausax bIl.

IlepcneKTHBBI HOBBIX MPENAPaTOB

Kannaouc

Omna W3 Pa3HOBUAHOCTEM MEIUIIMHCKONW MapuxyaHbl. B HeOombiiom
KOHTPOJIMPYEMOM HCCIE0BaHUU uepe3 30 MHHYT IOCIe KYpPEeHUs] MapHUXyaHbI
HaOJII0/1aJIOCh 3aMETHOE YMEHBIIIEHHUE TpemMopa, OpaJuKWHE3MH W PUTHIHOCTH.
DTO MOXeT ObITh aNbTEPHATUBHBIM BapuaHToM Tepanuu bII, HO emie TpeOyroTcs
JOTIOJIHUTEJIPHBIE UCCIICIOBAHUS Ha BRIOOPKAX OOJIBIIMX Pa3MEPOB.

Huxkorun

HukotuH, coenuHenue, nojgydyaeMoe U3 tabaka, CYUTAETCS MOJIE3HBIM MpU
BII. Hexoropsle mpon3BOIHBIE HUKOTHHA YMEHBIIAIOT OKUCIUTEIBHBIN CTPECC U
HEHpPOBOCHAJIEHUE U YJIYYIIalOT BBDKMBAEMOCTh J10(aMUHEPTrUUYECKUX HEHMPOHOB.
BbIIO MOKa3aHO, YTO BBICOKME J03bl U JUIMTEJIBHOE JICYEHHE TPAHCAEPMAIbHBIM
HUKOTMHOM YJIYYIIWIM TIOKa3aTeld JBUTAaTE€JIbHONM AaKTUBHOCTH W CHU3WJIN
noTpediaeHne 10paMUHETPruYecKrux BemecTB. P uccnenoBanuii mpeanoaoKuio,
YTO BO3MOXHasi HEHPONpOTeKIusi OOYCIOBJI€HHAas HUKOTUHOM MOKET ObITh
CBsA3aHAa C 3aMe]IJICHUEM MOTEHIIMAJIA CBA3bIBAaHUS TPAHCIIOPTEPOB JT0(aMHUHaA.

JIurana anrnorensuna Iv

Hu3koMoOnekyssipHOE  COEIMHEHHE, KOTOPOE€ MOXKET CBS3BIBATBCA C
pELenTopoM aHrMoTeH3MHa 4 W CTUMYJIHUPOBATh MEXAHU3Mbl MaMITH U
JNIBUTATEIbHBIX CHCTEM. XOTS OTO COCAMHCHHE BCE €IlIe HaXOJUTCSI B
JTOKJIMHUYECKUX HCIBITAHUAX, OHO JEMOHCTPUPYET BBICOKHE TMEPCIEKTUBBI JIA
cuMnToMaTuueckoro jeueHus bII.
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Jleuenue HemoTOpHBbIX NposiBjeHuil bII

Ha cerogusmHuii 1eHb CHEUUANbHBIX METOAOB JIEYCHHUS HEMOTOPHBIX
cumntomoB  BII  we paspabortano. [lyisg  KynmupoBaHHUS — HMCIOJB3YeTCS
CHUMIITOMAaTH4eCKas Teparusl.

KorHutuBHbIe HAPYLIEHUSA

PuBacTurMuH, CeNeKTUBHBIN MHTHMOUTOP alETHIIXOJUHACTEPA3bl TOJIOBHOTO
MoO3ra (MHTHOUTOpP aueTWuiI- U OYTUPWIXOIMHICTEpa3bl KapOaMaTHOTO THIIA) U
JIOHETIe3UJI, CEJIEKTUBHBI WHTHOUTOP alETHIIXOIUHAICTEPa3bl, HCTIONb3YIOTCS IS
KOPPEKIHH KOTHUTHBHBIX HapyIICHUH. HenaBuee UCCIIeIOBAaHKE
MPOJIEMOHCTPUPOBAJIO, YTO JIUTEIbHOE PUMEHEHHUE JIoHene3ua B go3e 5 i 10
MI/CyT MOXET YIyYIIUTh KOTHUTHBHBbIE (GYHKIMKM O€3 YyBEIHMYEHUs puckKa
BBIPOKEHHBIX TMOOOYHBIX SBICHHM. MeMaHTHMH OOBIYHO HCHOJB3YyEeTCS B
KIMHUYECKOW TMpaKTUKe, HO HEJAaBHUW MCCIEIOBAHMUS MOKA3bIBAIOT, YTO Kak
MEMaHTHH, TaK M WHTHOWTOPHI XOJMHACTEPas3bl, BKIIOYas PHUBACTUTMUH U
JOHETEe3UJI, OKA3bIBAIOT HE3HAUMTEIbHOE BIMSHUE HA M3MEHEHHE BIICYATIICHUS,
OJIHAKO TOJbKO HMHTHOUTOPBI XOJIMHACTEPA3bl MOTYT YCHJIMBAaTh KOTHUTUBHBIE
(GyHKIIUM, @ MEMAHTHUH HET.

PaccrpoiicTBa cHa

OCHOBBIBasICh Ha KJIIMHWUYECKOM MPAKTHKE, KJIOHA3E€MaM pacCMATPUBAETCA B
kauecTtBe Tepanuu nepBod ymHUM npu PIIBC. CpaBHuTenpHOE ucciaenoBaHue
II0KA3aJI0, YTO KaK KJIOHA3€elaM, TAK U MEIATOHUH MOTYT YMEHBIIUTh HAPYIICHUS
CHA, B TO BpeMsl KakK JICUCHHE MEJIATOHUHOM JaeT 00jiee BHICOKHE OAILIBI 1O IIKaJe
KpaTKoW oOIleHKH ncuxudeckoro ctaryca (Mini-Mental State Examination
(MMSE)), Tecty 13 ISITH CJIOB | IIKajae ['aMUIbTOHA, YeM B TPYIIIE, MOTyYaBIICH
kioHasenaMm. [Ipyu 3ToM NHEBHAs COHJIIMBOCTbh MOXET OBITh 3HAUUTEIHHO YCUJICHA
KJIOHa3emaMoM. HekoTopble HCcleoBaHUA TMOKa3ald, 4YTO JA0(pamMUHOBBIE
arOHHUCTBI, HEIPTOJMHOBBIE, TaKHUE KaK MNUPUOENMJI, POTUTOTHH W TMpenaparhbl
JICBOJIOMIBI/KapOUIOTBI, CIIOCOOHBI CHW)XKATh JHEBHYIO) COHJIMBOCTh M YJIy4IIaTh
CoH. JlokcenmH, Kak  JIEKapCTBO  OT  JCHPECCUU,  MOATBEPKAACTCS
MaJjoMacITadHbIM PaHAOMHU3UPOBAHHBIM HCCIIEIOBAHUEM, KOTOPOE MPHUBOIUT K
yaydlmieHuro cHa. Kpome TOro, puBacTUrMHMH MOXET 3HAQUYUTEIbHO CHHU3UTH
yactoTy 3mu3010B PIIBC. Heckonbko wuccienoBareneid NpeanookKuIn, 4YTO
rOMOTaypUH WJIM KaHHAOMC MOTYT OBITh aJbTEPHATUBHBIMU METOJIAMH JICUCHUS
HapylIeHUW CcHa, HO O9Ta wuaed TpeOyeT MalbHEUIIMX WCCICIOBAaHUN st
MOJTBEPKACHUS.
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Jenpeccust

HenaBHue nBa MeTa-aHanu3a MOKa3aliH, YTO aHTUICIPECCAHTHI OKa3bIBAIOT
yMEpPEHHbIH, HO He3HauuTelnbHbIM dPdekt npu bIl, uw HemocTaTOUHO
JI0KA3aTeNbCTB B MOJCPKKY CEJNEKTHUBHBIX HMHTHOMTOPOB OOpAaTHOTrO 3axBaTa
ceporonnna (CHUO3C), mpamwurekcona, MEprojuaa U HHTUOUTOPOB OOPATHOTO
3axBata HopajpeHanuHa (CMO3H). Tpuuuknuyeckue antuaenpeccantsl (TLA)
MOTYT OBbITh Hambosee 3 (HEeKTUBHBIMU MpenapaTaMu AJis JCUEHHUs ETpeccuu, 3a
KoTophsiMU ciieaytoT npamurnekcosn, CUO3C u CUO3H.

B  nmononnenne Kk (dapManeBTHYECKOMY  JICUEHHIO  KOTHUTHBHO-
MoBEeJCHUECKasi Tepamusi paccMaTpuBaeTcsi B KadecTBe d(G(EKTUBHON U
NPaKTUYHOM anbTepHaTuBbl. Ha cerogHsmHuil JeHb, HECMOTPS Ha OOJbIION
BBIOOp MpernapaToB, HET €IWHOIO0 MHEHUS O HAa3HAYEHUHM AaHTUACIPECCAHTOB
nareHTam ¢ BII (HeT cTaHmapTHBIX pPEKOMEHIAIM 1O JICUCHHUIO JCTPECCUU Y
nanueHToB ¢ bII).

Koppexkuus MOTOPHBIX QUIIOKTYal Uil

[Ipy mOsIBNEHMM MOTOPHBIX (OIIOKTYalUid, OCJOKHEHUW, BBI3BAHHBIX
JUTUTEIBLHOM Tepanueil 1eBOJ0NOoi B BBICOKMX J03ax (okojio 1 u Oojee rpamMm B
CYTKH), CYIIECTBYET psJ TEpPaleBTUUYECKUX CTpPAaTeruil sl HMX KOPPEKUUU.
Opnnako, cnenupuueckoi Teparuyu MOTOPHBIX (IIOKTyalMi MOKa HE CYLIECTBYET.

[TpuberatoT K H3MEHEHHUIO CXEMbl MPUMEHEHUs NpPErnapaToB JIEBOIOIbI
(M3MeHeHne pa30BOM U CYTOYHOM J103bI, KPATHOCTH MpuemMa (IpoOJeHUE CyTOYHOM
7103bl)), @ TAKXKE MNEPEXOAST Ha MPOJIOHTMPOBAHHBIE (POPMBI JIEBOIOMIBI.

Kak anprepHaTHBHBIN BapuaHT paccMarpuBaeTcsa HazHadeHue npyrux [TIC
B Mepuoj OcJia0JeHHs] TepaneBTUYECKOTro 3(QeKxra IeBOAONbI sl KOPPEKLIUU
KIIMHUYECKUX TPOSIBICHUNA NAapKUHCOHM3MA. JlaHHBIM MeToJ MpenoTBpamacTt
nepexo]1 Ha 0oJiee BBICOKHE CYyTOUYHbIE 103bI MPENapaToB JIEBOOTIBI.

Taxxke BO3MOXEH TMepexoJ WM J00aBlIeHUE IMpernapaToB, KOTOPbIE
poJIOHTUpyIOT AerctBue Jiepoaonsl (CtaneBo, KOMT uHruO0TOpSI, HHTHOUTOPHI
MAO-B).

IIpuHUMINBI JIe4eHus1 pPAJa MOTOPHBIX (QUIIOKTyalnuil, HHAYIHPOBAHHBIX
npenapaTamMu JieBOJAOMNbI:

MdeHOMEH «MCTOLEHUS KOHIIA 103bD»

o Koppexkius 10361 1€BOAOIIBI M HHTEPBAJIa MEXIY MTPUEMaMHU:
. 0oJiee KOPOTKHI HHTEPBATI MEXIYy TPUEMaMu TIpernapara;
. Majioe YBEJIMYECHHE [103bl, JApoOJieHuEe 03kl (OCOOCHHO, eciu

JTMCKWHE3UH BBI3BAHBI IIPeTiapaTaMu JIEBOIOITBI B )KHIKOW Gopme).
o Jlob6aBnenue narno6opos KOMT:
. HHTAKAIOH;
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® TOJIKAIIOH.

o Jlo6aBienue 10haMUHOBBIX arOHUCTOB U HHTHOUTOpoB MAO-B:

. aMaHTaJIiH,

. CEJICTHIIHH.

JInckuHe3uun

o Koppexkiust 10361 JIEBOIOIIBI M HHTEPBAJIa MKy TPUEMAMMU:

. Oojiee KOPOTKHIM WMHTEpBal MEXAYy MpUEMaMu TIpermapara IpH
HEOOXOAUMOCTH,

. Majioe yBEIMYCHHUE J03bI, IPOOICHUE HO3BI.

o JloGaBrieHre arOHMCTOB JICBOJOMBI U YMEHBIIIEHUE 03I TIPEmapaToB
JICBOJIOTIBI.

o JloGaBaeHne amMmaHTagUHA.

o JloGaBrieHre aTUTTHIHBIX HEHPOJIETITHKOB.

YTpeHHsAs AMCTOHUSA

o [Ipuem mepBO 03Bl JIEBOAOIBI OCYHIECTBIISETCS C Ta3UPOBAHHOMU
BOJIOM, pa3)KeBaB WU pa3/laBUB TaOJICTKY.

o JloOaBiieHrEe arOHUCTOB JO(paMUHA.

o Jlo6aBnenue 6akiodena.

o JloGaBeHrnEe aHTUXOJIMHEPTUUECKUX TTPENnapaToB.

o Nubexniun 00Tyn0TOKCHHA (OOTOKC).
BriiroueHne-BbIK/IIOYEHHE
o TiarensHOE BBISIBICHUE U KOPPEKIIHS MPECKa3yeMbIX (DITIOKTYAIIHA.

o JloGaBrieHre aroHUCTOB M0 aMUHa.

Tepanus conyTcTBYIOIIUX 3200/1eBaHUI

[Ipy  HEOOXOOUMOCTH  KOPPEKLUMH  COIMYTCTBYIOLIMX  3a00JIEBAHMIA
Ha3HayaeTcsd HeoOXoAumasi Tepanus, HO CIEAyeT YYHMTHIBAaThb B3aUMOJCHCTBUE
BHOBb HAa3HA4YAaE€MBbIX JIEKAPCTBEHHBIX CPEJICTB C YK€ MOJIy4aeMbIMH (B TOM YHCIIE
U TPOTHUBONAPKMHCOHMYECKMMH IIpenaparamM), a TaKXKe UX BIUSHUE Ha
LEHTPAJIBHYIO HEPBHYIO CHCTEMY.

Heiipoxupypruyeckoe JiedeHue

Crepeorakcuyeckue onepanuv U CTUMYJISLUUS TIYOMHHBIX CTPYKTYP
roJI0BHOI'0 MO3ra

Crepeotakcuyeckass XUPyprusi - OTHOCUTEIBHO CTapblii METOJ, KOTOPBIA B
MOCJIEAHUE TOAbl HAXOAWUT Bce Ooublliee NMpUMEHEHHe B Heipoxupypruu. OH
II03BOJIIET OTHOCHUTENIBHO TOYHO JIOKAJIM30BAaTh CTPYKTYPBI I'OJIOBHOTO MO3ra B
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TPEXMEPHOM MPOCTPAHCTBE, OCHOBBIBASICh HA IOBEPXHOCTHBIX OPUEHTHUPAX.
Cy1iecTByeT HECKOJIBKO BAPUAHTOB ITOM TEXHOJIOTHH.

[Ipu neuennu BbII, a Takke u Apyrux 3a0ojieBaHUW U3 TPYIIIILI
JBUTATEJIBHBIX PACCTPOMCTB, MCIOJB3YIOTCS CTEPEOTAKCUYECKUE METOABI IS
TOYHOTO Pa3MEIEeHUsI CTUMYISITOPOB WIIN MPOBENCHUS JECTPYKIUI/pa3pyIIeHHI B
OTIpe/ICNICHHBIX MecTax Oa3albHBIX sifep W/WiuM uX cBsized. B mocnmeanue romabl
HEUPOCTUMYJISILMSL CTAHOBUTCS Bce Oosiee MOMYJSIPHOM OOJACTHIO M BKIIIOYAET B
ceOst pa3MelleHue IMEKTPOCTUMYIISITOPOB Ha Nepuepudecknx HepBax, CIMHHOM
MO3re, KOpe TOJOBHOIO MO3ra WIM TIIyOOKHX CTPYKTypax rojIOBHOro Mmo3ra. B
3aBUCUMOCTH OT MeCTa NPWIOKEHUS OTH YCTPOMCTBA HCIIOJIB30BAIUCH IIPU
JIEYEHUN XPOHMYECKON OO0JIM, JBHUraTENbHBIX PACCTPOWCTB, OJMNWIEHCUU U
MICUXWYECKUX 3a0ojeBanuii. [1yOokas ctumysisius mo3ra (deep brain stimulation,
DBS) BkitoyaeT pa3MelnieHue 3IeKTPOIOB B TITyOOKHX CTPYKTypax MO3ra, TaKHX
Kak OazanbHbIC Anpa win tanamyc. DBS - aTto OpicTpo pasBuBaromascs o01acTb
dbyHKIMoHanpHOU Helpoxupypruu. [lo Mepe pacmmpenus ucnonb3oBanus DBS
CTEPEOTAKCHYECKOE pa3pylICHHE CTPYKTYpP CTAIO0 MEHEE PacIpOCTPAHEHHBIM IIPH
JICUEHUU JBUTATEIbHBIX paccTpoilcTB, mockoibky DBS obnamaer psagom
IIPEUMYIIECTB, TAKUX KaK 00paTUMOCTh U PEryJIMpOBaHUE TapaMETPOB CTUMYJIOB.

Mexanusm DBS Bce emie m3ydaercs, HO CUMTAETCS, 4TO OH OJIOKHPYET
JENOJIAPU3ALMIO WM BKJIIOYAET OOpaTUMYyIO0 AMCPYHKIHIO HEHPOHOB BOJIM3U
KOHYMKA CTHUMYJUPYIOIIHUX 3JEKTPOJOB Oyarogaps HENPEPHIBHOM CTUMYJISLHUU.
[Tpu DBS ummianTUpyeMBbIM YCTPONCTBOM IMOCTOSHHO IMOCBIJIAIOTCS UMITYJIBLCHI,
HO OHO MOXET OBbITh 3alpOrpaMMHPOBAHO U3BHE WM OTKJIIOYEHO B JH00O0E BpeMs.
HarmpoTuB, pu I€CTPYKTUBHBIX CTEPEOTAKCUUYECKUX ONEPALUAX YEPE3 DIEKTPOJ
MPOITYCKAETCsl TOCTATOYHBIN AJIEKTPUUYECKUN TOK, 4TOOBI BbI3BAaTh HEOoOpaTHUMOeE
noBpexaeHne. Hu olHO ycTpoicTBO HE yCTaHaBIMBAaETCs 1ocie (GOpMUPOBAHUSA
oyara JECTPYKLHH, YTO MOXKET UMETh HEKOTOpPbIE MPEUMYILECTBA Y HEKOTOPBIX
MalMEHTOB M3-3a HU3KOINO pHUCKAa 3apaxeHus M 0oyiee HU3KOM CTOMMOCTH.
CrepeoTakcMyecKre Onepalyy B 3aBUICUMOCTH OT JIOKAJIU3AI[MU o4yara 1eCTpyKIUU
ACNATCS Ha MauiuAoToMUt0 (BHyTpeHHHMH cermeHT bBII), Ttamamoromuio (3BJIA
(ventral posterolateral nucleus) rtamamyca) wiu cyoranamoromuio (CTS). B
HACTOSIIIEE BPEMS MPOBOAIT CPABHEHUE JECTPYKTHUBHBIX CTEPEOTAKCHYECKHX
meTos10B ¢ DBS, xotopoe B HacTosiiiee BpeMsi HCHOIb3yeTCs ropas/io MIUpe.

Tpu aBUraTenbHBIX PacCTPOMCTBA, KOTOPBIE Yalle BCETO JeYyaT ¢ IOMOLIBI0
DBS unmn nokanbHOTO pa3pylieHusi — 3TO HEBOCHPUMMYUBAS K TPATULUOHHOMY
neuenuto BII, muctonus n OT. Ha no3auux cragusax BII Bo3aeiicteue na CTA nan
BHyTpeHHuN cermeHT bBIII Moxxer yMeHbIIMTH QUIIOKTyallMd BKIIIOYEHUS-
BBIKJIIOUEHMSI, TPOAJieBas BpeMsl BKJIIOUYEHHS U yMEHbIIas OpaguKUHE3UI0 U

PUTHAHOCTD. Jleuenue IICPBOHAYAJIBbHO IMPOBOJHUTCA KOHTpAIaTCPaIbHO CTOPOHC
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0ojiee Cepbe3HbIX HApPYLIEHUH, HO B HEKOTOPBIX CIIy4asX MOXET ObITh
nBycTopoHHUM.  [lonokutenbHblid dDPEeKT sedueHus MOXKeT ObITh OOBICHEH
YMEHBIIIEHUEM WHTHOUPYIOLIETro BIUsHUS BHyTpeHHero cermenTa bIII Ha tanmamyc
Oylaroapsi MpsSIMOMY CHIDKEHHMIO aKTMBHOCTH BHYTpeHHero cermenrta bI, nmbo
yepe3 CTH, 4TO BTOPMYHO MNPUBOJUT K CHUXKEHUIO AKTUBHOCTH BHYTPEHHETO
cermeHTa bBIII. Ilo HeICHBIM NpUYMHAM 3Ta METOAMKA TAKXE 3HAYUTEIBHO
YIy4IIaeT TE€YEHUE MEANKAMEHTO3HBIX IUCKUHE3Wd. Takxke HEsCHO, MoYemy
BMEILIATEIBCTBO B X0/ MyTeil 0a3abHBIX siIEp B TalaMyc OOBIYHO HE MPUBOJUT K
neUIUTY, 4TO MOJYEPKUBAET HEOOXOIUMOCTh MTPOIOJKEHUS UCCIIEIOBAHUN 3TUX
CBsI3€EM.

[Tpu pedpakrepHoit k neyenuto aucronun DBS unu pazpymenune CTS wnu
BHyTpeHHero Bl ogmHakoBo 3@dextuBHBL. bbulo mokazano, uro DT cBs3aH ¢
CUHXPOHU3UPOBAHHBIMU pa3psaaMu HEUpoHOB B 3BJISl, Takxke Ha3piBacMOM
BEHTPAJIbHBIM MPOMEXKYTOUHBIM AIpOM Tajamyca. HamoMHHM, 4TO 3T0 OCHOBHOM
TaJaMUYECKUA PETPAHCIATOP JUISI MO3KEUKOBBIX MyTEH, HAYHIMX K KOpe
rojoBHoro mosra. DBS unu paspyiieHue BEHTPaJbHOTO MPOMEXYTOUYHOIO sApa
tanamyca d¢dekTuBHO i1 JedeHus  pedpakrepHoro OT,  TsKenoro
NAapKUHCOHUYECKOTO TPEMOpa WJIM CUJIBHOTO TpeMOpa MpHU APYrux 3a00JI€eBaHUs
(paccesHHBIN CKJIEPO3, HAIPUMED).

Kuerounast repanust

AJIbTEpHATUBHBIM ~ XUPYPrUYECKUM TMOJXOJOM OblJla TpaHCIUIAHTAIUs
(deTanpbHBIX HEWPOHOB CpEIHEro Mo3ra wWid XpoMap@UHHBIX  KJIETOK
HAJIIOYEYHUKOB B TIIojocatoe Teao mnanueHToB ¢ bII. B  MHoroumcieHHBIX
AKCIIEPUMEHTAJIBHBIX U KJIMHUYECKUX HCCieoBaHusAX Tepanuu bII npumeHstoT
TaKke J0(haMUH-CEKPETHPYIOIINE  KIETKH  Pa3JIM4YHOrO0  MPOMCXOXKJICHHS,
SMOpHOHATLHBIE CTBOJIOBBIE KJIETKH, WHAYIIMPOBAaHHBIE IUIIOPUIIOTEHTHbIC
CTBOJIOBBIE KJIETKH, CTBOJIOBBbIC KJIETKM KOCTHOTO MoO3ra (T€MOMO3TUYECKUE U
ME3E€HXUMAJIbHbIE), CTBOJIOBBIC KJIETKH M3 MPOYUX MCTOYHUKOB, T€HETHUECKHU
MoauduimpoBanubie  kiaeTku. Cpeau BCero 3TOr0  OFPOMHOrO  4YHCIIA
MOTEHIIMANbHBIX KJIETOYHBIX HCTOYHHKOB, wHcmojib3oBaHue MMCK sBiagercs
BO3MO’KHO OJIHUM M3 MEPCIEKTUBHBIX HAMpPaBJICHUIN KJIECTOYHON Teparuyd MHOTHX
HEBPOJIOTUYECKUX PACCTPOUCTB IO CIECAYIOIIUM NPUINHAM:

. MMCK J1erko nojay4uTh U3 Pa3InuHbIX TKAHEW;

. MMCK  cnocoOHBI  CaMOCTOSTEIBHO  MUTPUPOBATH B 30HY
MOBPEXKACHUS MTPU BBEJACHUN B OPTaHU3M YeJIOBEKa JIFOObIM ITyTEM;

. MMCK cekpeTupyroT pa3inuHble OMOJI0THYECKHEe (DAKTOPHI;

. MMCK moryt nuddepeHunpoBaTbCs B HEHPOHHbIE (EHOTHUIBI MPU

HAUICKAIIUX YCIOBUSX;
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. npumenenne MMCK He conmpoBokIaeTcsi STUYECKUMU MTPOOIeMaMH,
TaKMMHU KaK MCIIO0JIb30BaHHE SMOPUOHAIIBHBIX WIH (DETaNbHBIX KIETOK.

3a mocnennee Bpemss uHTepec K MMCK B HaydHbIX M KIMHUYECKUX
HCCIICIOBAHMAX BO3PACTAET B TI'E€OMETPUYECKOM mporpeccuu. KimHuueckune
UCIIBITaHUSI TPOJIEMOHCTPUPOBAIN BO3MOXHOCTh 0€30MacHOM TpaHCIIaHTALUU
ayronornyabix MMCK He Ttonpko mpu BII, HO W TpH MO3roBOM HHCYJIBTE,
pPaccestHHOM CKJIEpo3€, JETCKOM ILiepeOpalbHOM Mapajnde, aMUOTPOPUUECKOM
6okoBoMm ckiepose. [Ipu BII nomxyuyens! nannubie o Bo3MoxkHOCTH BBeaeHnss MMCK
BHYTPHUMO3TOBBIM U BHYTPUAPTEPHUAIBHBIM, HHTPATEKAJIbHBIM, HHTPAHA3AJIbHBIM U
BHYTPUBEHHbIM TiyTeM. OddektuBHocth MMCK onenuBanum Ha MoJemsxX
MAapKUHCOHU3MA y JIa0OPAaTOPHBIX XMBOTHBIX B PA3JIMYHBIX JaOOPATOpPHUAX I10
Bcemy Mupy. [lomydyeHHBIE  JOKIMHMYECKHE W KIMHUYECKUE JIaHHBIC
CBHUJIETEIILCTBYIOT O PErpecce psAla MOTOPHBIX U HEMOTOPHBIX cuMnToMOB BII He
TOJIBKO y JIaDOpaTOpPHBIX JKUBOTHBIX, HO W y MallMEHTOB, COOTBETCTBYIOLIUX
KpUTEpUAM Ui MPOBEACHUS TpaHCIUIaHTanuu aytoiornyHelx MMCK. Onnako,
TpeOyroTcs ené oOMpHbIE UCClIeNOBaHUs A 3(PPEKTUBHOTO BHEAPEHUS METO/1A
B IIAPOKYIO KJIMHUYECKYIO IIPAKTUKY.

I'ennasi repanus

Kak mnpaBwiio, st TeHHOW Tepanuu TpeOyeTcsi BEKTOp (NEpEeHOCUYUK) H
nepeHocuMbli  TeH. K mocmemaum  otHocsaTes  JITK,  nmekapOokcuiaza
apoMaTUYecKnx L-aMMHOKHCIIOT, HeWpypuH, HelpoTpoduueckne (akTopel u
npyrue. HenaBHee wuccnenoBanue ‘2 ¢a3pl ¢ roaWyHbIM HaOMIOACHHEM 3a
IIPUMEHEHUEM IIPOCABUHA [TOKA3aJI0, YTO TE€PANUs IPOCABUHOM MOKET IPUBECTH K
3HaUUTEIbHOMY yiayumieHuto nokasareneii UPDRS-11I 6e3 cepbe3HbIX MOOOYHBIX
adpdekroB. Ilepenoc AI'K ¢ ameHoaccommupoBaHHbIM BHpycoMm Thma 2 (AAB2)
MOKET MOyIHpoBaTh BeIpab0TKy I'”AMK, uT0 Takke NpuBOIUT K 3HAYUTEIHHOMY
ynydamenuto nokaszareneit UPDRS B Teuenne 6 mecsieB. [[pyrue reHsl, Takue Kak
AAV2-hAADC (Adeno-Associated Virus Encoding Human Aromatic L-Amino
Acid  Decarboxylase,  ameHoacCOMHUPOBAaHHBIA  BHUPYC,  KOAUPYIOIIHIA
nekapOokcuiazy apomaruueckoi L-amuHOKMCIOTHI 4enoBeka) u  AAV2-
nHeliptypun (CERE-120), taxxke IeMOHCTPUPYIOT CXOJHBIE TEpaneBTUYECKUE
addexTsl U npodusu 6e3omacHOCTU. bosee TOro, MOCTOSHHO pa3padaThIBAOTCS
HOBbIE HarpaBieHus. HemnaBHO CHHTE3MpPOBAaHBI TPOMU3M-MOAU(PUIMPOBAHHBIC
BekTOpbl AdS, KOTOpBIE CEJIEKTUBHO HANpaBJICHbI HA HEWPOHBI JJISI IMOBBIIICHHS
(yBenuuenusi) SPQPEKTUBHOCTH JOCTaBKM TeHOB. Kpome Toro, aHruomen-
KOHBIOTHPOBAHHBIC HAHOYACTHUIIBI JUIS KJIETOYHOTO TOTJIOHICHUS (3axBara) W
HKCIIPECCUM T€HOB MOTYT HECTU cHelu¢uueckre reHbl 6e3 BUPYCHOTO BEKTOpA.
[IIupokoe MCIoNb30BaHUE TAHHOTO METOJIa B KIMHUYECKOW MPAKTUKE BHI3bIBAET Y
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HEKOTOPBIX HCCIIEIOBATECH Cephe3HbIe COMHEHHs. 1peOyroTcsi oOmupHbBIC
JaJbHENIIME UCCIIEAOBAHUS B JAHHOM HAlIPaBJICHUMU.

HemennkamMeHTO3HOe JIeUeHHE

PusnyecKkue ynpa;kHeHust

Bce wyame mnpusHaroTcs BaxkHbIM 3seMeHTOM JiedueHus bII. Kirouesbie
MEePCHEKTUBBI CBsI3aHbl C: (1) (pHU3MOTOrHUECKMMHU TPEUMYIIECTBAMH (PU3HUYECKHUX
yOpaXHEHUH B OTHOLIEHUH Moaudukanuu TedeHus Ooje3Hu; (2) Hamudue
JY4IIET0 BUJA YOPAKHEHUWA [JI1  ONPENEIICHHOTO MOTOPHOIO  IOJTHIIA
3a0oneBanust; (3) IDOCTHMKEHHE ONTUMAIbHOM WHTEHCHUBHOCTU YIPAXKHEHUU IS
TEKYILIEro COCTOSIHUS MaleHTa; U (4) MHOTOUYMCIEHHBIE CTPATErvy peaan3aluu
0O0JIbIIEr0 KOJMYECTBA YHpakHEHUH. Jlydiiee MNOHMMaHWE H3THUX KOHLEHIUM
MO3BOJISIET MCIOJB30BaTh Oosiee 3(h(PEKTUBHBIN NEPCOHATU3UPOBAHHBIN MOAXO, a
HE OOILENPUHATHI «OAUH pa3Mep MOJIXOJIUT BCEM», UTO, CKOPEE BCEro, MPUHOCUT
OoJplIE TPEUMYIIECTB. BBISICHEHO, UTO yNpa)KHEHUS Ha BBIHOCIUBOCTH Npu BIT —
3TO MMUPOKO JOCTYIIHOE M HEIOPOro€ BMEWIATEIbCTBO, MPUHOCALIEE MHOKECTBO
IIPEUMYILECTB JUJII MHOTMX CHCTEM OPraHoOB. YIIPa)KHEHMS YJIy4dIIarOT MHOTHE
nokasareiu (pu3nuecKoil paboTOCIOCOOHOCTH M JAIOT BBIPAXKEHHYIO IMOJb3Y AJIS
3JI0pOBbSl, YMEHbIIAs psAJ HapyLICHUH, BKIOYas MeTa0OJMYECKUE, CEepAECYHO-
COCYOUCTBIE W  HeWpojereHepaTHUBHble  paccrpoiicTBa.  lloTeHuManbHbIE
MEXaHU3MBbI, JEeXalllue B OCHOBE MOJIE3HBIX A(P(EKTOB yNpPaKHEHUN, BKIHOYAIOT
BBDKMBAEMOCTh U IJIJACTUYHOCTh HEHUPOHOB, HEWPOreHEe3, SIUT€HETUYECKUE
MoaudUKAIMKM, AHTUOTEeHe3, ayTodaruio, a TakKe CHUHTE3 U BBICBOOOXKICHUE
HEUPOTPOUHOB U ITUTOKHHOB. ASPOOHBIC YHPAKHEHUS KaXKyTCs O€30MacHbIM
BMeIIaTeIbCTBOM I Jrojiel ¢ bII, xoTs HeoOxoaumMo cobmroaaTh OCTOPOKHOCTb,
9TOOBI U30€XKATh MAJICHUN Y JIUI] U3 TPYIIIBI PUCKA.

Emie onHUM 1OCTYNHBIM BUAOM (PU3HUECKUX YIPAXKHEHUH ISl TAUEHTOB C
BIl saBnstorcs TaHipbl. P myOnukanuil TOBOPHUT, YTO PETYJSIpPHbIE 3aHSATHS
TaHIAMHU MOTYT YJIYYIIUTh MOJABUKHOCTh U KAYECTBO KU3HM Jtojieit ¢ bII.

TaHnbl

Tanen kak cpeacTBo JieueHus MmanueHToB ¢ bII moxer ymyymuts Kak
JIBUTATEJIbHbIC, TaK W HEMOTOPHbIE CUMNTOMBI. HemaBHuN MeTaaHaIN3
MOKa3bIBACT, YTO KPATKOBPEMEHHBIM TAHEI] 3HAUYUTEIBHO YJIYYIIAeT MOKA3aTeNIH
UPDRS, 6ananc 1 moxoAKy Mo CpaBHEHUIO ¢ ero oTcyrcTBrueM. Coo011anoch, 4To
TaHIlbl, OCOOCHHO TaHTO, YJY4IAalOT JBUTATEIbHYIO (YHKIIMIO U PaBHOBECHUE B
CpPaBHEHHUH C OOBIYHBIMU (PU3UUYECKUMU YITPAKHEHUSIMHU.
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Hora

[lonynsipHass nucuMiuiiHa poaoM u3 Muaum. 3HAUYUTENbHO YyIydIlIaeT
r'MOKOCTh, CHITY, IIOXOJIKY U KaueCTBO KM3HHU. B mccienoBanusx ObLIO MOKA3aHO,
yTO Mora ynyumaet nokaszarenu UPDRS, TpemMop u HekoTopble PU3HOTOTHUYECKUE
¢bynakun. Ilocne 8-HenenbHON HporpaMMbl MOTH HEKOTOPHIE TECTHI, TAKWE Kak
tecT "csanp 1 moTsaHUCH" (Sit-and-reach test), Tect "6amaHc Ha oxHOM Hore" (single-
leg balance test), 3HauMTENEHO YITyUIIAIOTCA, & JACTIPECCUsl B HEKOTOPOH CTEIECHH
obneryaerca. OmHAaKO 10 CUX TOpP HE OBUIO MPOBEACHO KPYMHOMACHITAOHOTO
UCCIIeIOBaHUs, KacareabHO BIusHUU Morum Ha BII. Jlns Toro, 4yToObl MOMY4YUTH
yoenuTenpHbIe JaHHbIe 00 3¢ dhekTuBHOCTH Horu juis namueHToB ¢ BII, TpeOyercs
ydacTre OO0JIBIIOTO YKCIIa JTI0EH B CEPUM KIMHUYECKUX HCCIIEIOBAaHUM.

durorepanus

Hecmotps Ha Oosibllioe pa3sHooOpazwe pacTEHU B MHPE, OrpaHUUYECHHOE
YUCJIO U3 HUX ObUIO M3YYEHO HA aHTUIAPKUHCOHUYECKYIO0 aKTUBHOCTh, U MIO3TOMY
B JTOM 00JIaCTU CYHIECTBYIOT MHOTOYMCIIEHHBIE TEPCHEKTUBBI [JIsl OYyIyIIHX
MCCJICIOBAHUM pacTeHUN U UX OMOAKTUBHBIX coequHeHUN. HekoToprie TpaBsiHbIC
AKCTPaKThl, Takue Kak [ubuckyc, I'mukro bumnoba, Cadiaop KpacuibHBIA U
HEKOTOpbIE AaKTHUBHBIC WHITPEIUEHTHI, Takue Kak OepOepruH U KypKyMUH
MPOJIEMOHCTPUPOBAIM TMOJOXKUTENBHBIN 3P(dEeKT Ha XUBOTHBIX Mojensx bl
MOTEHIMAJIbHBIC AKTUBHBIE UHTPEIUEHTHl U MEXaHU3MbI JACHCTBUS JOJKHBI OBITh
enie MCCJeJAOBaHbl B JIOMOJHUTEIBHBIX (B TOM 4YHCJI€ U KIMHUYECKUX)
HCCIIEOBAHUSX.

Bonpocsl 17151 CAMOKOHTPOJIS:

l. Kak KJIAaCCU(DUITUPYIOTCS Ipenaparsl [MaTOT€HETUYECKON
(3amectutenpHOi) Tepanuu bII1?

2. len» HaOmomeHuss 3a mnanueHtoM ¢ bII Ha amOynatopHo-
MTOJIUKIIMHUYECKOM 3BEHE?

3. Tepanus akuHeT4yeckoro kpusa npu bI1?

4. O6mue peKOMEHJAIMH 10 HA3HAYEHHIO MPOTUBOMAPKHMHCOHUYECKHX
cpeacts (I1I1C)?

5. Jleuenue HeMOTOPHBIX NposiBieHU BI1?

6. Kak ocymectBisiercs Koppekius MOTOPHBIX (atokTyaunit? IIpuHuIumb
JICYEHUS JICKAPCTBEHHBIX JUCKUHE3UI?

7. Bo3MmoxHocTH Heupoxupyprudeckoro jedenuss bII. Mecto DBS wu
JNECTPYKTUHBIX METOJIMK Ha COBPEMEHHOM 3Tare?

8. Knerounas u rennas tepanus bII. OcHOBa METOMOB U 11€/1b TEpATUU?

9. Mexanu3Mm JIeicTBUSL HEMEANKaMeHTO3HOU Tepanuu BI1?
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TECTOBBIE 3AJIAHUSA

TecToBBIC 3adaHUA K 1J1aBe 1:

1. B kakom roay BIICPBBIC B JIMTCPATYPC OBLIN OITMCAaHBI OCHOBHBIE CUMIITOMBI
6ose3nu [lapkuHcoHa?
a) 1942
b) 1817
c) 2000
d) 1812

2. IlpumepHOE COOTHOIIEHUE MYXYHH U )KCHILUH, CTPAJAIOIINX 00JIE3HBIO
[TapkuHCcoOHa:
a) 4:1
b) 2:1
c) 1,51
d) 1.5

3. bonesns [lapkuncona — 7o ....
a) XpoHHYecKoe Henporpeccupytoree 3adoneBanue [[HC
b) xpoHnueckoe nporpeccupytomiee 3adonesanne [[HC
C) octpoe Hemporpeccupytomiee 3adoaeBanue [[THC
d) momocTpoe manmonporpeccupyroiee 3adonesanue [THC

4. Jlxeiimc [TapkuHCcOH B MOHOTpaduu «3Icce 0 IPOKATETbHOM Napannyey
OIUCA:

a) TpeMop MOKOsI, COTOCHHYIO O3y ¥ CEMEHSIIIYIO MTOXOIKY.

b) mocTypanbHOE ApoXKaHKUEe, COTOCHHYIO TI03Y M CEMEHSIIYFO
TIOXOJIKY.

C) MOCTypalbHOE JPOXKAHUE, COTOCHHYIO 03y U MOCTYPATBHYIO
HEYCTONYHUBOCTb.

d) Tpemop mokosi, COrOEHHYIO 103y U MOCTYPATbHYIO
HEYCTONYHUBOCTb.

5. XKan-Maptun lapko, yueHsiit HeBpoJor 19 Beka, onpenenus clieyromme
KJIroueBble npusHaku blII:
a) OpaJUKWHE3HWIO ¥ PUTHIHOCTD
b) corGeHHyI0 103y M MOCTYPAIbHYIO HEYCTOHYHBOCTh
C) Tpemopa MoKosl, OpaAMKHHE3UIO U PUTHIHOCTh
d) moctypanbHbIi TpEMOpP, OPaIUKUHE3UIO K PUTHIHOCTD
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6. Kakoe u3 yrBepxaeHuil BEpHO:
a) BIl omnHAKOBO YacTO BO3HUKAET B MOJIOJIOM M TIOXHJIOM BO3pacTe
b) 3aboneBaemocTh 1 pacnpocTpaneHHOCTh bl yBenmmuuBaercs ¢
BO3pacToOM
C) 3abosieBaeMOCTb U pactipocTpaneHHOCTh bI1 ymeHbIaercs ¢
BO3pacToOM

7. Dnuaemuonorudeckue GpaxTopsl pucka pa3sutus bII:
a) My»cKoi 1o
b) IMoxxumnoii Bo3pact
C) Xenckuii o
d) Monoxoit Bo3pact
e) Hamuuwme poacrBeHHNKOB ¢ BIT
f) KoHTakT ¢ repOMIMAaMuU H/WIK TIECTUIAIAMUA

8. Kakue aBuraTenbHble pacCTPOWCTBA TUITUYHBI it BIT?
a) I'mnmokuHEeTHYeCKHe
b) I'unepkuHeTHUYECKHUE
C) AKUHETHYECKHE
d) ArakTHueckue
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TecTOoBbIC 3aJaHNUA K TJI1aBe 2:

9. KpoBocHaOkeHHE TI0JI0CATOTO TeJla OCYIIECTBIISCTCS:
a) YeueBuneoOpaszubic BeTBu CMA
b) BosBpatHas aptepus Xio0Hepa (BeTBb [IMA)
¢) BerBamu 3MA
d) 3amHeit MOIKEUKOBOH apTepueii
e) Tamamonepdopupyrormiei aprepuei
f) Ilepenneii cocyaucroit aprepueii (BeTBb BCA)

10.BI1 - 3T0...

a) Xponuueckoe nporpeccupyroriee 3adonesanue [[HC

b) XpoHndeckoe HeWpoaereHepaTUBHOE MPOTPECCUPYIOIIEE
3a00s1€BaHUE C MPEUMYIIECTBEHHBIM TOPAXKEHUEM
AKCTPAIMPAMUIHON CUCTEMBI

c) Octpoe ObICcTpOIIpOrpeccupytoliee 3adosieBanue, nopaxatormiee [THC

d) Octpoe HapymieHHE MO3TOBOTO KPOBOOOPAIIICHHUS

e) HeiiponereneparuBHoe 3a00JIeBaHUE, OCHOBHBIM ITPOSBICHUEM
KOTOPOTO SIBJISIETCS IEMEHIIUS

11.IIposiBnenusimu BII sBisiercs (-r0Tcs):
a) MackooOpa3Hoe JHUIO (THITOMHMUS)
b) Corbennas mosa
c) Tpemop mokos
d) MHTEHIIMOHHBIH TPEMOP
e) HekoHTposiHMpyeMble HAaCHILCTBEHHBIC JBHKCHUS
f) CuMITOM «CKIIQIHOTO HOXa»
g) CrnonTtaHHbIe OOMOPOKHU
h) Illapkaroras moxoaka
1) HexoHTponupyembie MoUencycKaHue u aedexarus
j) PanHss noctypanbHas HEYCTOHYMBOCTb
K) Cummtom «3y04aToro Kojeca»
|) AKUHETHKO-PUTHIHBIA CHHAPOM
m) AXeHpoKuHE3
n) KorHWuTHBHOE CHIKEHUE

12.Ynorpebaenue kode u kohernH-coaepKalrux MpoIyKTOB BIUSET Ha
passutue bII:
a) IloBbrmmaeT puck pa3sutus bIT
b) Her manubix 00 ux BausiHuM Ha pa3Butue BII
c) Cumxaer puck pa3sutus bI1
d) He Bnusiet Ha pasputue BIT
e) Peanmzanus apdexra CTporo reHeTHIECKH JCTEPMHUHUPOBAHO
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13.XBocTraroe sSApO COCTOUT M3:
a) Ileiixu
b) TonoBku
c) XBocTa
d) Tena
e) Ilepemeiika

14. TepMuH «aKuHE3Us» 03HAYAET:
a) 3aMeIeHHBIC JBUKCHUS
b) OrcyrcTBue NBMKCHUM
C) Hempowu3BoJbHBIC XaOTHYHBIEC JBHKCHUS
d) YMeHbII€HHOE KOJUYECTBO JBIIKCHUM

15.11pwu BII B HelipoHaX MPOUCXOAUT HAKOTLICHHUE:
a) Aubda-Tao0yarHa
b) Benka benc-J[xoHca
c) Tay-nmporeuna
d) Anbda-dperonporenna
e) Aubda-cuHyKICHHA

16.Kak Ha3pIBaeTCs 3a00JIeBaHUE, XapaKTePU3YIOIIeeCs HAKOIICHUEM MEIU Ha
POTOBHIIE:
a) bonesns Anbnreiimepa
b) Bonesnsr Buiascona-Konosamosa
¢) bonesns Kpeittudenbara-Ikoda
d) Bomnesns [lapkuHcona
e) Bonesnp Ctuna-Pudapacona-OIbIeBCKOro

17.Kak Ha3bIBaeTCs OTJIOKEHHWE MEIM Ha POTOBHIIE TIpH OoJie3HU BuiibcoHa-
KonoBanosa?
a) Koubito I'eTunrrona
b) Konbuo Buiscona-KonoBamosa
c) Koubiia Kaitzepa-®neitmepa
d) Koasmo Afizepa
e) Koasio Kebora

18.1Tatonmoruueckast arperanus 0efiika ajibha-CUHYKJICHMHA BHYTpU HEHpoHa
HOCHT Ha3BaHHUE:
a) Tenbua JleBu
b) Tenbda Jladopa
¢) Jluzocoma
d) Tenbua Xomu
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19.HeiipoTpancMuTTep — 37O ...
a) OG6pa3oBaHKE TOJOBHOTO MO3Ta
b) PasHoBUAHOCTH HEipoHa
C) Buosornvecku akTHBHOE BEIIECTBO, TOCPEACTBOM KOTOPOTO
OCYIIECTBIISIETCS Mepeaaya UMITyJIbca OT HeHpOHa K HEHPOHY
d) IIyTh npoBeneHKs HEPBHOTO UMITYJIbCa
e) CHHOHHMM — HEHPOMEIHATOP

20.11IunukoBbIe HEUPOHBI MPSMOTO IMYTH MPOCIIUPYIOTCS Ha:
a) CyOTamaMu4ecKoe sapo
b) BHyTpeHHUI cerMeHT OJIeHOTO mapa
C) Hapy>xHbIif cerMeHT OJIeTHOTO Iapa
d) Kpacnoe siapo
e) 3ybOuaToe spo

21.11lunkoBbie HEUPOHBI HEPSAMOTO IMTyTH MPOSIUPYIOTCS Ha:
a) CyOTaiaMmuveckoe sIpo
b) BHyTpeHHUit cerMeHT OJIeTHOTO IIapa
C) HapysxHblIif CErMEHT OJICIHOTO IIapa
d) Kpacuoe siapo
e) 3ybuaroe sIpo

22 .11lunnkoBbIe HEUPOHBI MPSMOTO MTYTH COACPKAT:
a) I'myramar
b) TAMK
c) Hodbamun
d) Ientun sukedanuu
e) IlentuaHoe BemecTBO P
f) Hopanpenanun
g) CepoTtonun

23.11IunkoBbIe HEUPOHBI HETIPSMOTO ITYTH COJIEPIKAT:
a) I'myramar
b) TAMK
c) Hodamun
d) IMentun sukedanun
e) Ilentuanoe BemiecTBo P
f) Hopampenamuu
g) Ceportonun
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24 I1psimoii addepeHTHBIN MyTh yepe3 6a3anbHbIe spa K 3PPeKTOPHBIM
ApaM:

a) Mnmer ot monocaroro Tena K BHyTPEHHEMY CErMEHTY OJIeTHOTO miapa
W/WITN PEeTUKYJISIPHOM YacTy YepHOH cyOcTaHIIMU

b) Uzer ot mosnocaToro Tena K HApY)KHOMY CErMEHTY OJIeTHOTO I1apa,
3aTeM K cyOTaiaMU4ecKoMy SIpy U Jajiee BHYTPEHHEMY CETMEHTY
OJIeTHOTO 11apa W/UITH CeTYaTON YacTH YepHOU cyOcTaHIun

C) Unmer ot monocaroro Tena K Hapy»KHOMY CETMEHTY OJIeTHOTO Iapa,
3aTeM K BHYTPEHHEMY CErMEHTY OJIeJHOTO IIapa W/WIK CeTYaTOM
YacTH YepHOU cyOCTaHIIUU

25. KoneunbiM 3(h(pexToM mpsiMOro MyTH SBISETCS:
a) AKTHUBAIWs TalaMyca U Jajnee JONOJHUTEIBHON MOTOpHOM Kopel [M
b) WurubupoBanue Tamamyca u qajee JOMOTHUTEILHON MOTOPHOU KOPBI
I'M
C) AkTtuBanys cy0TaJIaMU4ecKoro siapa
d) MurubupoBanue cy0TanIaMu4Ieckoro sapa

26.KoneunbImM 3¢ (heKTOM HETPSMOTo MyTH SIBISETCS:
a) AKTHBAIMs TalaMyca U Jajiee JONOJHUTEIbHON MOTOPHOM Kopbl M
b) MuarubupoBanue TajgaMmyca u jaajee JOMOJTHUTEILHON MOTOPHON KOPBI
I'™M
C) AKTHBaIMs CyOTaJaMHUIECKOTO sapa
d) MurubupoBanue cyOTaIaMHUECKOTO sSapa

27.Kaxkoe neiicTBue oka3pIBaeT 10(pamMuH Ha Tajmamyc?
a) Bos0Oyxnaroriee
b) Topmo3Hoe
C) He Brusier

28. AITMTIMKOBBIC HEHPOHBI TI0JIOCATOTO TEJIa COJIEPHKAT:
a) Modbamun
b) Ceporonun
¢) IlentuaHoe BemiecTBO P
d) Auerunxonux

29./lelicTBHE alIMITUKOBBIX HEMPOHOB HAa HEMIPSIMOMN MYyTh:
a) IlpeumyIiecTBEHHO BO30YKAarOIIee
b) IIpenmyIieCTBEHHO TOPMO3SIIIEe
¢) He Bamsier
d) 3aBHCHT OT IPyrUX HEHPOMEAUATOPHBIX CUCTEM
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30.KonnuecTBo mapanienbHbIX MyTel (TeTeb) B 0a3anbHbIX sapax?

a) 4
b) 5
c) 6
d) 3

31.K netnisam 6a3aiabHBIX sIAEP OTHOCATCS:

a) MenuanbHas meTiIs

b) KoruutuBHas metis

C) JlarepanbHas MeTIs

d) I'mazonBurarenbHas meTIs
e) JlumOuyeckas meTis

f) JlBurarenbHas meTis

g) YeueBuiieoOpa3Has neTis
h) BereraTuBHas neTis

32.OyHKuMsI(-1) ABUTATEIILHON TIETIIN:

a) OcymecTBisIeT KOHTPOJIb 32 BBIMIOJIHEHHEM JIBUTATEIILHOTO aKTa
b) OcyriecTBisieT KOHTPOJIb 32 TOYHBIM JIBUKCHUEM TJIa3

c) OcymiecTBisieT KOHTPOIIb 32 JBUraTeIbHBIM 00yYCHUEM

d) YuacTByeT B KOTHUTHBHBIX MPOIIECCaX

e) YdacTByeT B pETyJISAIIUU SMOIHUN M MOTHBAIIMOHHBIX TTOOYKICHUI

33.OyHK1MA(-1) TTIa30IBUTATEIHHOMN METIH:

a) OcyriecTBisieT KOHTPOJIb 32 BBHITIOJHEHUEM JIBUTATEIIBHOTO aKTa
b) OcymiecTrisieT KOHTPOJIb 32 TOUHBIM JBIKEHUEM TJIa3

c) OcymiecTBisieT KOHTPOJIb 32 IBUraTeIbHBIM 00y4YCHUEM

d) YuacTByeT B KOTHUTHBHBIX MpoIieccax

e) YuacTByeT B peryJisiiiy SMOIMK U MOTHBAIIMOHHBIX TOOYXKICHUI

34. Oyukuus(-1) KOTHUTUBHOM METIIH:

a) OcyliecTBisIeT KOHTPOJIb 3a BHITIOJHEHUEM JIBUTATEIIBHOTO aKTa
b) OcyiiecTBisgeT KOHTPOJIb 32 TOYHBIM JIBH)KCHHEM TjIa3

€) OcymecTBIsSeT KOHTPOJIb 3a JIBUTaTEIbHBIM 00ydeHUEM

d) YuacTByeT B KOTHUTHBHBIX MpOIIeccax

e) YuacTByeT B peryJIsiiii SMOIMH U MOTHBALIMOHHBIX OOy XK ICHHUI

35.OyHKUMsI(-1) TUMOUYECKOMN TETIIH:

a) OcylecTBIsIeT KOHTPOJIb 3 BBIMOJIHEHUEM JIBUTATEIILHOTO aKTa
b) OcyiiecTBISET KOHTPOIb 32 TOYHBIM JBHKCHHEM TJ1a3

C) YuacTByeT B peryJssiiiiy 3MOIUI U MOTHBAIIMOHHBIX TTOOYXKICHUN
d) OcyiiecTBisieT KOHTPOJIb 3a IBUTATEIbHBIM 00yUYEeHUEM

e) YuacTByeT B KOTHUTHBHBIX MPOIeccax
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36.Yepe3 kakue myTH BHyTpeHHUN cerMeHT BIII mocknaeT uMImynbChl B
Tanamyc?
a) MeauanbHBIH Ty40K
b) YeueBuiieoOpa3HbIi My4OK
C) YeueBuiieoOpa3Has meTIis
d) JBurarenpHas meTis
e) JlarepanbHas nmeTiis

37.H; monte mo ®opento — 310 ...
a) YeueBuiieoOpa3HbIil MydOK
b) YeuesuneoOpasHas netis
c) Tamamuueckuit myqok
d) MenuaibHbIi Ty40K
e) JlarepanbHas netis

38.H, mone mo dopento — 310 ...
a) MenuabHbINi TyY0K
b) UeueBuiieoOpasHblii My4oK
C) YeueBuiieoOpas3Has meTiis
d) JlarepanbHas neTiisa
e) Tanmamuueckuit myqok

39.H-mone mo ®@opento mpeacTaBIsieT COOOM:
a) MecTo coemMHEHHS TATAMUYECKOTO MTyYKa ¢ METUAILHOW TIETIICH
b) Mecro coemuHeHNsT YeUSBUIICOOPA3HON TIETIIN ¢ YCUEBUIICOOpA3HBIM
My4YKOM
C) MecTo coemMHEeHUs TATaMUYECKOT0 IyYKa ¢ CyOTalaMHYSCKIM
TY4YKOM

40.'AMK sBnsercs:
a) AKTHUBUPYIOIIAM HEHPOMEIHMATOPOM
b) MHruOupyrommuM HeiipoMeuaTopom
C) He sBnsieTcst HEHpoMeIHaTOpoM
d) Ero nedunmr jaexutT B ocHOBe natoreHesa bIT
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TecTOoBbIC 32aaHNA K TJ1aBe 3:

41.T'emMubamm3m — 370 ...
a) Boses3ns, xapakTepusyromascs HapylIeHrneM oOMeHa MEJIH B
OpraHu3Me
b) I'mrepkuHes, 00yCIOBICHHBIHN MOPAKEHUEM CYOTAITaMUIECKOTO sIpa
JIpronca
C) OTnenbHBIN BUJ THIIOKUHE3UN
d) IMaronoruyeckoe OTCYTCTBUE BOJIH

42.A6ynust — 310 ...
a) Ilatomoruyeckoe OTCYTCTBUE BOJIH
b) I'pumacHHUECTBO
¢) becropsiiouHO W3BHUBAIOIINECS CKPYIHBAIOIINE JIBHKCHUS
d) PaccTpoiicTBO MUIIEBOTO MOBEACHHS

43.MeToabl nMarHOCTUKH OoJie3Hu Bunbcona-KonoBanosa:
a) OdraapMoornyeckoe 00caeI0BaHUE C IIOMOIIBIO MISICBOM JIAMITHI
b) Buormncus neuenu
C) HccnenoBaHre MOYM HA HATMYHE MEIH
d) OmnpenencHre KOHIICHTPALIMU B CBIBOPOTKE KPOBH IEPYJUIOTIa3MUHA
e) buoricus roJloBHOro Mo3ra
f) buoncus koxwu
g) Herposornueckoe o0cie0BaHme
h) OGrumii aHaIM3 KPOBU

44 TIpuunHbl NOSBJICHUS aTE€TO3A:
a) Ilepeenanue
b) 3noymnoTpebieHue JeKapCTBEHHBIMHE MTpenapaTaMu (Harmpumep,
HEeUpOJIENTUKAMMU )
C) SlnepHas xenTyxa HOBOPOXKICHHBIX
d) IepunHaraabHas TUIIOKCHS
e) bone3ns Bunbcona-Konosanosa
f) Bonesus ['eHTHHITOHA
g) Bonesns [apkuHcona
h) Bonesus Anbiireiimepa

45.Haunbonee yactasi npuynHa reMuOamim3ma;
a) bounesns [lapkuHcona
b) Bone3ns Bunbcona-Konosanopa
¢) bonesns Anblreiimepa
d) JlakynapHblit HH(APKT MO3ra B 00J1aCTH CyOTaIaMHUECKOro sapa
e) bone3ns ['eHTHHITOHA
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46.Tux — 310 ...
a) BHeszamHoe KOPOTKOE CTePEOTUITHOE JCHCTBUE, KOTOPOMY
IIPEAMISCTBYET OOYKICHUE BBITTOJIHATH €T0
b) Hempoun3sBoibHOE 4aCTOC MOYCHCITYCKAHUE
¢) IlaTtomornyeckoe OTCYTCTBUE BOJIU
d) PaccTpoiicTBO MUIIECBOTO MOBEACHHS

47.OCHOBHOE OTJIMYKE TPEMOPA OT MHOKJIOHYCA M aCTEpUKCHCA:
a) Bo3HUKaeT TOIBKO B pAHHEM BO3PACTE
b) 'eneTnuecku neTepMUHHPOBAH
C) B aBkeHUM MOMEPEMEHHO 3a/1eHiCTBOBAHBI MBIIIIIBI-AaTHOHUCTHI U
MBIIILbI-AHTAT OHUCTHI
d) Bo3HHKaeT BCIEACTBHE TOHUYECKOTO COKPAICHHS MBIIIII]

48.TpeMop MOKOs XapakTepeH JIJIs:
a) Dnuierncuu
b) Bonesnu Amnbireiimepa
C) NimeMuveckux mopaxeHUi TOJIOBHOTO MO3ra
d) Bosnesnu INapkuncona
e) bone3nn Bunbcona-KoHoBasiosa
f) IlepenosupoBke OapOUTYypaTaMu

49.Buap TpeMopa:
a) VHTeHIMOHHBIN
b) BpoxacHHBIH
c) Tpemop mokos
d) IMocrypaybHbIii
e) NimemMuueckuii

50.K Tpemopy «aeiCTBUS» OTHOCUTCS:
a) Tpemop mokos
b) ITocTypanbHbIi
€) MHTeHIHOHHBIHI
d) LlentpanbHbIii
e) Ilepudepuueckuii

51.bnedapokionyc — 310 ...
a) Ckiajka Ha Beke
b) Iporpeccupyrolee KCTOHYCHHE IICHTPAIBHON YaCTH POTOBHIIBI
c) IloBTopstoiyecs cra3mMbl BEK IPHU JIETKOM 3aKPBITHH I1a3
d) HecmocoGHOCTH MOpraTh
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52.Tutyb6amus — 370 ...
a) Tpemop pyk
b) Kuparoriuii TpeMOp roJIOBBI
c) OtcyTcTBHE TpeMopa
d) Becnopsmodnbie XaOTHYHBIE BHKEHHSI KOHEUHOCTEM
e) CHmkeHue ciryxa

53.Yto npezacTaBiiseT coOO0M arpakcusi OTKPhIBAaHUS BEK:
a) bmedapocnasm
b) HecnocoOHOCTH OTKPBITH TJI1a3a MOCIIE CIIOHTAHHOTO HJIH
T00POBOJIBHOTO UX 3aKPBITHS
c) buedapocnazm
d) HecrmmocoOGHOCTH MOIaBISATh MOPTaHUE B OTBET HA TIOCTYKHBAHUE TI0
HIepEeHOCHIIe

54. Tpemop, BcTpeuaroruiics mpu 6osie3nn Buiibcona-KoHoBanoBa, OTHOCHTCS
K:
a) Tpemopy nokos
b) MHTEeHIHOHHOMY TpEMOpY
c) IMocrypanbHOMY TpEeMOPY
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TecTOBBIC 32]aHUA K IJIaBe 4:

55.Jledunut kakoro HelpomMeauaTOpa OTBETCTBEHEH 3a pa3BuThe bl
a) I'myramar
b) TAMK
C) AUETHIXOJIUH
d) Hodamun
e) Hopanpenanun

56.I'myramar siBisieTcs ...
a) Bo30yxmaronmm HeiipoMeaTopom
b) Topmo3HBIM HEWpOMETHATOPOM
C) He sBnsieTcst HelipoMeTuaTopom
d) DnexTpoauToM, YJaCTBYIOIIKUM B IIPOIIECCaX BO3OYKIACHUS /A
TOPMOXKEHHSI

57.YKaxuTe ceMencTBa aleTUIXOJUHOBBIX PEIENTOPOB:
a) BozOyxnmaromue
b) Topmo3HbIe
C) HukoTuHOBBIC
d) dodamuHoBBIC
e) MyckapuHOBBIC

58.benku, rmaBHas PYHKIMS KOTOPBIX COCTOUT B BOCCTAHOBIICEHUH MTPaBUIILHOM

HATUBHOMN TPETUYHOMN WIJIM YETBEPTUUHON CTPYKTYPHI OEIKOB U 00pa30BaHUE
OEJIKOBBIX KOMIUIEKCOB — 3TO ...

a) Anbda-peTonporenH

b) Benok benc-/[xoHca

c) lanepoHsr

d) benok anbda-cunykienn

e) I'amma-rioOynuH

59.K HelipomenuaTopam OTHOCSATCS:
a) Hodbamun
b) Hopaapenanuu
c) [myramar
d) Kambiuii
e) Aunbpa-peTonpoTent
f) TAMK
g) Ilpuown
h) AneOymuH
1) CepoToHHH

60.0T1meThTe (paKTOPHI, yUacTBYIOIIKE B pa3BUTUU Oose3Hu [lapkuHcoHa:
a) HacnemcrBeHHOCTB
b) TokcuHbl, TeKapCTBEHHBIC MpeHapaThl, HAPKOTUKH
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C) YmorpeOiieHue KOJIOIe3HON BOJIBI
d) Beicokuii ypoBeHb X0JeCTEpHHA
e) BoszneiicTBrE IECTHIINIOB

f) Crpecc

g) YepernHo-MO3TrOBbIC TPABMBI

h) Beicokuii ypoBeHb HHTEIICKTA

61.0T™MeTbTe BepHOE yTBEpKAeHUE. Bricokoe coiepikaHne aHTHOKCUIAHTOB B
THIIIE:
a) YBemumumBaet puck passutus bIl
b) Cawmxaer puck pazpurus bI1
c) He Brnusier Ha pazutue bI1

62.Tenbua JleBu BcTpedaroTcst B HEHPOHAX MPH:
a) bonesnu AnblreiiMepa
b) Dnunencun
¢) bonesnu Bunscona-Konopanosa
d) Bonesnu IlapkuHcona

63. YKaKxuTe OT/AesIbl HEPBHOM CHCTEMBI, B KOTOPBIX IPOMCXOIST OCHOBHBIE
u3MeHenus npu bII:
a) Tamamyc
b) Uepnas cyOcTaHIms
¢) CrBoa mo3ra
d) T'unodus
e) CyOranamuveckoe sapo
f) Ilomocatoe Temo

64.YkaxuTe KOJIUIECTBO CTaIUK B pa3BUTHH uanonatudeckoi bII cormacuo
bpaax:
a) Yetsipe
b) Tpu
¢) Illlectn
d) Iate

65.Ykaxkure MecTa Havalia maTojJorn4eckoro mpoiecca npu passutuu BIT:
a) Kopa romoBHoro Mmosra
b) OGoHsTeNbHAS JTYKOBHIIA
) JlopcaibHOE MOTOPHOE SIIPO OIIYKIAFOMIET0 HEPBa
d) IIpomonroBatsiit MO3T
e) YUepHas cyOCTaHIUs
f) UyBcTBHUTEIBbHBIC HEHPOHBI
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66.MyTaiuu Kakoro reHa siBIsS0TCS CaMOM pacpOCTPaHEHHON T€HETUYECKOM
npuarHou paszsutus bII:
a) SNCA
b) LRRK2
c) BRCA20
d) G20195

67.Kakue nmpenapaTsl MOT'YT BIUAThH Ha pa3BuThe BII:
a) BiokaTopsl KaabIMEBHIX KaHAIOB
b) Crarunsl
c) uAlld

d) HIIBII
e) ['MIOKOKOPTHUKOCTEPOUIBI

68.Kak BIUSIOT YpOBHH MOUYEBHUHBI B CHIBOPOTKE KPOBU Ha BEPOSITHOCTH
pa3Buths U nporpeccuposanus bII:

a) BpICOKHMiT ypOBEeHb MOYEBHHBI B CHIBOPOTKE KPOBH 00J1afacT
3alIUTHBIM MEXaHU3MOM B BEPOSITHOCTH BOZHUKHOBEHHUS U PA3BUTHS
bIIT

b) YpoBeHb MOYCBHHBI B CHIBOPOTKE KPOBH HHKAK HE BIIMSCT Ha
pasBuTHe U nporpeccuposanue bl

C) Yem HMXKE YpOBEHb MOYEBHHBI, TEM HUKE BEPOSTHOCTh
BO3HUKHOBEHUS U niporpeccupoBanus bl

69.Kpurepun AMarHoCTUKHU CUHIIPOMA MAPKUHCOHU3MA!
a) I'mnepkunesus
b) Tpemop mokos
c) IlocrypaibHas HEYCTOHYHUBOCTD
d) I'unokuHe3ust
e) MpimeyHass pUrHIHOCTb
f) HWHTEeHIMOHHBIN TpeMop

70.01™MeThTE BCE KPUTEPUH, TTOATBEpKAatoue 60ae3ub [lapkuHCcoHa:
a) Tpemop mokos
b) T'unepkunesb
c) IMonoxwurenbHbIi 3hdHEKT OT MpreMa JICBO OB
d) OxHOocTOpOHHEE HAYaJIO MOPaKEHHUS
e) dopmupoBanue koibiia Kaiizepa-dieiimepa Ha poroBuIe riasa
f) Hannuue aknne3nn/OpaaukuHe3nn

71.Kpome nuchyHkinu 6a3aibHBIX 1P, TUITOKUHE3UIO 0€3 KOMBI MOKHO
Ha0II0AaTh MPU MTOPAKCHUH:
a) Tamamyca
b) Kpachoro siapa
C) Mo3xeuka
d) duddy3Hsix mopakeHUsx JTOOHBIX TOJICH
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e) PerukynspHoii hopmaruu cTBOJIA MO3Ta
f) IToaxopkoBoro Oemoro Bemectsa I'M
g) BHyTpeHHel Karcyibl

72.Kakoii TUI MBIIIIEYHOW PUTUIHOCTU XapaKTEePeH ISl MOpaXKeHUs 0a3albHbIX
anep:
a) BockoBas (Tutactudeckasi) pUrHIHOCTD
b) Ilo THIy «CKIaTHOTO HOMXKa
C) Mo3KeuKoBasi pUTHITHOCTh
d) Ilo Tury «3y04UaToro Kojieca»

73.Yto mpencTaBisieT co00i mapaToHus (TereHXalbTeH):
a) Oco0oii BUI MBIIIIEYHONW PUTHIHOCTH
b) ITopaxenue 6a3aabHBIX SACP
c) Ilopaxxenue T0OHBIX JAOJICH
d) INopakeHue KOPTUKOCITHUHAIBLHOTO TPAKTa
€) AKTHUBHOE COIPOTHBIICHHUE MAIUCHTA TACCHBHOMY JIBHYKCHHIO CBOMX
KOHEYHOCTEW HUCCIIEI0OBATENIEM

74.TlopaxkxeHre HEPBHOM CUCTEMBI B KAKHX OT/I€NIaX HEOOXOUMO UCKIOYUTh
pu 00CIIeI0BaHNY TAIIEHTOB C IBUTATEIbHBIMH PACCTPONCTBAMH:
a) Bepxnero motonelipona (kopa I'M)
b) HmxkHero MoToHeipoHa (TIepeTHUI pOoT CIIMHHOTO MO3Ta)
C) Mos3skeuka
d) bazanbHBIX siaep
e) UyBCTBHUTEIBHBIX MPOBOJHUKOB
f) TlcuxuaTpuueckue 3a00jeBaHus (HAIPUMEpP, KOHBEPCHOHHOE
paccTpoiCTBO)
g) BereraTuBHOI HEPBHOW CHCTEMBI
h) runoramamyca

75. Koraa peub uaet 00 3KCpanvupaMuIHbIX PacCTPOMCTBAX, TO
MO/Ipa3yMeBaeTCs MOPAXKEHUSI HA YPOBHE:
a) Mo3xeuka
b) TlupamMUIHBIX TPAKTOB
C) BereraTMBHOW HEPBHOW CHCTEMBI
d) basanbHbIX siaep
e) UyBCTBHUTEIBHBIX MPOBOTHUKOB
f) Ilepudeprueckoii HEPBHOI CHCTEMBI

76.ITpoTeacoMHast cuctema Jierpajiaiiiy OSIKOB SBISETCS:
a) CepOTOHUH-3aBUCUMOI
b) HeszaBucumoii
C) YOHMKBHUTHH-3aBHCHMOM
d) Maruuii-3aBuCHUMOI
e) HdodamuH-3aBHCHMOM
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TecTOoBBIC 3aJaHUA K IJIaBe 5:

77.[1e610T nBUTaTENBbHBIX cuMNTOMOB BIT mponcxonut, korma, mpuMeEpHO, yKe
MOTEPSHO ...... nopaMUHEPTUUECKUX HEHPOHOB YEPHOU CyOCTaHIINH.
a) 50% u Gomce
b) Menee 50%
c) 100%
d) Her npaBuibHOro oTBETa

78.Hanmuuue cemerinoro anamue3a bl yBenmuunBaeT BepOSITHOCTD (pa3BUTHA)
bIlB...
a) 2-3,5paza
b) 3-4,5 paza
c) 5-7 pa3
d) 10-15 pa3

79.0 cemeiinoM anamuese bIT cooGmiaror
a) 20% naiueHToB
b) 50% namuenToB
C) 3-5% manueHToB
d) 10% manueHTOB

80.Haubomee xapakTepHbIMH paHHUMH HEMOTOPHBIMU IIPU3HAKAMU SIBJISIOTCS
a) Mamomarnyeckas ayjIoneus U aHOPEKCHUS
b) Unnonatuueckas anocmust u PITIBC
¢) CKOIMO3 M THIIEPIUTMEHTAIINS
d) Her npaBuibHOro 0TBETa

81.Y nocuteneit myranuiit GBA 6e3 BII nmpu cpaBHEHNY CO 310pOBOM
KOHTPOJILHOM TPYNIION yale HaOIr0JaucCh:
a) 3amophbl, aHOCMMSI, KOTHUTHBHBIC HAPYIIIEHHUS
b) nenpeccus, cyObeKTHBHOE pacCTPOKCTBO ObICTPOI (pa3bl CHA U
OOOHsATENbHAS AUCHYHKITHS
C) merpeccus, 3aMOPbl, KOTHUTUBHBIC HAPYIICHHS
d) HeT mpaBHIBLHOIO OTBETA

82.11o oueHkaM MaTeMaTHUECKON 00pabOTKHN HacaeayeMblid KOMITOHEHT BII
COCTaBJISIET MPUMEPHO OKOJIO .... PUCKa pa3BUTHA 3a00JI€BAHUS.
a) 50%
b) 10%
c) 30%
d) 75%
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83.loxmuauyeckas cragus bII Oymer onpenensitees .........
a) 1a00paTOPHBIMHU, MOP(OIOTHUSCKUMH U/
MHCTPYMEHTAIBLHBIMUA OHOMapKepaMu 3a00JIeBaHUs
b) HEMOTOPHBIMH, JTAOOPATOPHBIMU U/HIIK HHCTPYMCHTAIbHBIMU
npU3HaKaMu 3a00JIEBaHUS
C) HEMOTOPHBIMHU M MAJILIMK MOTOPHBIMH ITPU3HAKAMHU 3a00JICBAHHS
d) HeT mpaBHILHOTO OTBETA

84.buoricus Kakux TKaHEH MOXKET CIIYyKUTh paHHHM OMOMapKepOM Pa3BUTHS
BII:
a) Koxa
b) Ileuenn
¢) Iouku
d) CaroHnble xene3bl
e) Kurmreunuk
f) Cenesenka
g) CeruaTka

85.1Ipu criunTUrpadguu Mmuokapaa ¢ ucnonbzoanueM MUBI y nmanueHToB ¢
BII BeIsIBIIACTCA:
a) OtcyrcrBue nornomenuss MUBIT cepaiiem u cpenocreHreM
b) Iloseimennoe nmornomieane MUBI cepamieM u cpenocteHuem
¢) Cumwxkennoe noriomenue MUBI cepiem u cpetocTeHHEM

86.11pu BBIMTOJIHEHNH ONITUYECKONM KOTe€PEHTHOU TOMOTpadry BhISBISIETCS:
a) McroHueHue ceTyaTKu
b) Kombia Kaiizepa-®ietiniepa
€) OrtcioeHue ceTyaTKu
d) ITomyTHEHHE POTOBHIIBI

87.Kakoii TuI TpeMopa ncue3aeT WM YMEHBIACTCS, KOT/a MaIllUCHT JBUracT
KOHEYHOCTSIMHU:
a) Tpemop mokos
b) MHTCHIMOHHBIH TPEMOp
c) IMocrypaibHbIii TpeMOp

88.B cBsI3M C ueM yBEIMYMBACTCS PUCK PA3BUTHS MEJIAHOMBI Y TTAIUEHTOB C
BIT:
a) B cBsi3u ¢ BRICOKOM KOHIIEHTpaIuen anbda-cunykiernna B 'M
b) B cBsi3u ¢ BBICOKO# KOHIICHTpaluel anb(ha-CHHYKIeHHA B KOXKE
C) B cBs3u ¢ BBICOKOM KOHIIEHTpAIMEH Tay-TIPOTEHHA B KOXKE
d) B cBs3u ¢ MHTHOWPOBAHUEM THPO3UHTUAPOKCHIIA3HI
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TecTOoBbIC 32JaHNUA K TJI1aBe 6:

89.Hanbonee xapakTepHbie paHHUE HEMOTOPHBIEC Mpu3HAKU BI1:
a) 'mmocmust/anocMus
b) Hapymenus cHa
c) Cynoporu
d) Tpemop mokos
€) AKHHETHKO-PUTHUIHBIA CHHIPOM
f) Koncrunarus
g) AOymus
h) CHmxeHHbIH GOH HACTPOCHHMS/ ICTIPECCHUS

90.OcHoBHOM MeTO HHCTpYMEHTadbHOU AuarHocTuku PIIBC:
a) IlomrcomHorpadus
b) MPT rosioBHOr0 MO3ra
¢) Y3MU romoBHOTo Mo3ra

d) B3I ¢ BUACOMOHUTOPHHTOM
e) IIDT

91.Bo3sBpathslii Tpemop nokost ipu bBIT — 10 ...

a) Hapacraromee mocrypainbHOE qpOKaHHE, KOTOPOE HAYMHACTCS Yepe3
HECKOJIBKO CEeKyHJI U 6osee (BIIoTh 10 40 cexyH]1) mocie nepeBojia
KOHEYHOCTH B ITOCTYPAJIbHOE MOJI0KEHHE

b) Hapacratomuii TpeMOp MOKOs, KOTOPBIA HAUWHACTCS Yepe3
HECKOJIbKO CEKyH/ 1 Oosiee (BILTOTH 10 40 CEeKyH/I) MOcie mepeBoia
KOHEYHOCTH B TOJIOKEHHE, UCKITIOYAIOIINE aKTUBHBIC
MIPOTHBOJICHCTBHSI CHJIC TPaBUTAITIH

c) Tpemop MoKkosi, KOTOPBIi MOSABIAETCS MPHU 3aBEPIICHUHA BPEMCHH
JEUCTBUS MMPOTHBOIIAPKMHCOHMYECKUX TTPENapaToB

d) BapuaHT nHTEHIIOHHOTO Tpemopa rpu BII

92.ITpu ocMOTpE ManueHTa, JSKAaIIEro Ha KyIIeTKe, Bpad OMPEAeInI TPEMOP
rOJIOBbI. JJaHHBIN BUJI IPOKAHUSI HOCUT Ha3BaHUE:
a) IMoctypasibHbIi TpeMOp
b) MHTEeHIMOHHBINH TpEMOD
¢) Tpemop mokos
d) Bce oTBeTHI BepHBI
e) Bce oTBeTHI HEBEPHBI
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93.[TapkHHCOHUYECKHI TPEMOD MPHU aKCETEPOMETPUHN XapaKTEPU3yeTCs
a) Yacrotoii 4-6 'l ©¥ MHOrO4aCTOTHBIM CIIEKTPOM
b) Yacroroii 6-9 I'ti 1 MHOTO4aCTOTHBIM CIIEKTPOM
¢) Yacrotoii 4-6 'l 1 0AHOYACTOTHBIM CIICKTPOM
d) Yacrotoii 6-9 I'ti ¥ MHOrO4aCTOTHBIM CIIEKTPOM

94 . HeitpoBusyanuzaius Ha BeICOKOToJIbHOM (3 u 6oiiee Tecina) MP-tomorpade
B pexkuMe SWI no3BosisieT 00HapY UTh CIEAYIONINE U3MEHEHUS B 001acTh
YepHOU cyOCcTaHIUU

a) HaJIW4YUe CUMIITOMA “XBOCTA JIACTOYKH

b) orcyTcTBHE cHMITTOMA “XBOCTA JJACTOYKH™
C) OTCYTCTBHE CHMITOMA “KIJIFOB Kauopu”
d) Hammume cumnToma “KIFOB KauOpu”

95.BTopuyHBIN TAPKUHCOHU3M CIIEIYET MOA03PEBaTh CCIH

a) IlamueHT He pearupyeT Ha TEPAIHIO MPOTHBOIIAPKUHCOHUIECKUMU
npernaparamu,

b) B ciyuasix ¢ cCHMMETpHYHBIMH MOTOPHBIMUA CHMITTOMAMHU

c) Ilpu oTcyTcTBHH TpeMOpa MOKOS M HATMYUEM OCTYPaIbHOTO
APOKAHUS

d) Bce oTBeTHI IpaBUIIBHEIC

e) Her npaBUIbHBIX OTBETOB

96.I1pu ocMoOTpe MmalienTa, CUISIIIEr0 Ha KyIIEeTKE, Bpad OMPEAe/ I TPEMOP
roJioBbl. JlaHHBIN BU APOKAHUS HOCUT HA3BAHUE:
a) IloctypayibHBIiA TpeMOp
b) MHTEeHIMOHHBINH TPEMOP
c) Tpemop mokos
d) Bce oTBeTHI BepHBI
e) Bce oTBeThI HEBEPHBI
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TecToBBIC 32/ 1aHUA K IJIaBe 7:

97.0T1meThTe KpUuTepHun Kckitoyatone bIl:
a) Tpemop mokos
b) IMupamuaHbIC 3HAKU
€) OmHOCTOpOHHEE HAYaI0 TOPAKEHHUS
d) INapanuu B30pa BBEpX
e) IlonoxutenbHbId 3hdHEKT OT MpreMa JICBO OB
f) Usmenennst na KT/MPT B Buae arpodrizi MO3)KeUKa HIIN
cooOmarorieics ruapouedarTuu
g) Usmenenns na KT/MPT B Buzie ouaroB B 00J1acTu 0a3allbHBIX AP

98.4Yto Ttakoe cuaapom «lluzanckoit Oammam» npu BII:
a) UYacTtble magcHus
b) Haxiion TynoBwuia B CTOPOHY
c) CrpuapHas KHCTh
d) AxelipokuHe3

99.11pu BII BBIABIAIOTCA CIEMYIOMINE N3MEHEHUS TTOYEpKa:
a) Makporpadus
b) Muxkporpadus
C) YwMeHbieHue pa3mepa OyKB B pOIIECCe MUChMa
d) VYBenuuenue pazmepa OyKB B IIpOIIeCCe MUChMa
e) OrcyrcTBHE N3MEHEHHIA TIOYepKa
f) 3amemieHHOE BBITIOIHEHHE TIPOIIECCa THChMa

100. Kakue ncuxuatpudeckue 3a007I€BaHUS MOTYT BBI3BIBATH BHIPAKEHHOE
3aMeJIeHnEe ICUXOMOTOPHBIX MPOIECCOB (MOAOOHOE KaK MpU JUCHYHKIIMH
Oa3aJIbHBIX SEP):

a) OOcecCMBHO-KOMITYJIbCUBHOE PACCTPONCTBO

b) BunoaspHoe paccTpoiicTBO

¢) Henpeccus

d) IMporpeccupyrorias mu3odpeHst

e) ITocTTpaBMaTHYECKOE CTPECCOBOE PACCTPONCTBO

101. BeipaskeHHast OpTOCTaTHYECKAst TUIIOTEH3MSI HA PAHHUX CTAHSIX
3a00JIeBaHUS:
a) IToarBepxmaet quarno3 BIT
b) SABnsercs mOOOYHBIM ACHCTBHEM MPHEMa MPOTHBOMAPKUHCOHHYESCKHUX
npernaparos
C) VkasbiBaer Ha pa3sutie MCA
d) VkaseiBaer Ha pa3sutue [THIT
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102. K Hanbonee pacnpocTpaHeHHBIM PaHHUM CEHCOPHBIM cumntomam BI1
OTHOCHUTCSI
a) 'emurumnecte3us
b) Boib B Jy4e3amnscTHOM CyCcTaBe
¢) boxab B micue
d) Bousb B runoracTpuu 4epes 4ac mocje eapl

103. [Tpusnak Maiiepcona (Maerson sign) ¥ MaIbMOMEHTAJIbHBIC
pedaexch
a) Hecnenu(pUIHBI K OOBIYHO MPUCYTCTBYIOT IIPH MHOTHX
MapKUHCOHUYECKUX PacCTPOMCTBAX
b) cneruduanbt 1 BIT v SBISIOTCS 00S3aTEIBHBI IS TOCTAHOBKH
JMarHo3a

104. Korna nBuxeHus riia3 orpaHiyeHbl HEOOXOIUMO BBITIOIHATh
oKyJone(aabHbIi MaHEBP (MaHEBD IS BBISBICHHUS “‘KYKOJIBHBIX TJ1a3”") ¢
IEJIBI0 TIOITBEPIKICHHS

a) BII

b) MCA

C) CympaHyKJIEapHOTo rapainda
d) HeT mpaBHIBHBIX OTBETOB

€) BCE OTBETHI BEPHBI

105. [Ipu3HaKy 4yBCTBUTENIBHOIO K CTUMYJIaM MUOKJIOHYCa HaOII0qatoTCs
npenmyniectBeHHO y nmanueHToB ¢ Kb/l u MCA. Dt1o yrBepxkacHue
a) Bepno
b) He BepHo
106. UpesmepHo cornyTas (coroOeHHas) Wil 00€3bsHbs 1034, C

BBIPQKEHHBIM CTHOAHHUEM B TaJIHMH HOCUT Ha3BaHHE
a) Kamnrokapmust
b) Cummnrom «ITu3aHckoi OarHm
c) IMoctypasibHOM HEYCTOWYHMBOCTHIO
d) Her npaBuibHOro oTBETa

107. [ToBblIlIEHNE PUTUIHOCTHU B UCCIIEYEMOM KOHEUHOCTH MPU
BBITTOJTHEHUH [TPOM3BOJIBHBIX IBU)KEHHI B MPOTHUBOIOIOXKHOW KOHEYHOCTH
HOCHT Ha3BaHUE

a) IMapatonus (uau ['ereHxanbTeH)

b) AkTuBHpOBaHHas pUrHIHOCTH (Mpu3HaK @pomanTa, Froment sign)
C) dPeHOMEH CKJIaJIHOIO HOXKa

d) Her mpaBuibHOTO OTBETa
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108.

109.

Tpemop rosoBsI (TUTyOaIMs) MpEAnoaaraeT
a) Huarno3 BIT

b) JnarHo3 oTnuunbiii ot BII

C) He momoraer mocTaHOBKE AMarHo3a

JIBuraTenbHble pacCTpOiiCTBA (HApYIICHUS TEPEIBUKEHUS U

MOJI/IEP>KAHMS TI03b1) MOTYT OBITh BbI3BaHbI JUCHYHKIIUEH:

a)
b)
c)
d)
e)
f)
9)
h)
1)
)
K)
1)

BepxHux MOTOpHBIX HEMPOHOB (Kopa ['M)
HrKHUX MOTOPHBIX HEMPOHOB (MEPEIHUI POT CHUHHOTO MO3TI'a)
Moszxeuka

['unoranmamyca

bazanbHbIX s1€p

BereraTuBHON HEPBHOW CHCTEMBI
MoOTOpHON aCCOIMAaTUBHOU KOPBI
CeHCcopHOM CUCTEMBI

Bepnsr a, b, €

Bepunr a, b, e, g

Bepusr a, b, c, €, g, h

Bce oTBeThI BEpHBI
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TecTOoBbIC 32aJaHNA K TJ1aBe 8:

110. [ToctypanbHas HeycTonuuBocTh npu bl pazBuBaercs:
a) B neOroTe 3a00eBaHMs
b) Bonee yem gepe3 3-5 et ot nebroTa 3a00ICBaHUS
c) B mepseie 2-3 roga ot nebroTa 3a00IeBaHUS

111. PazButHne noctypansHoi HeycTtoiunBoctu npu bI1 B mepsrie 2-3 roga
OT J1e010Ta APYruX MEePBbIX MOTOPHBIX CUMIITOMOB 3a00JI€BaHUS:
a) JloypKHO IOMOYB 3aI0I03PUTh IPYyTroe 3a00JIEBaHUE U3 TPYIIIbI
NapKUHCOHU3M-TLITIOC
b) JloMmKHO YCIIOKOUTH HEBPOJIOTa, TAK KaK Pa3BHJICS JTOTIOJHUTEIILHBIN
KJIMHUYeCKUW npu3Hak bl

112. Tpemop nmeeT MecTo y Bcex nauueHToB ¢ bl Ha pa3BepHyTOM cTagun
3a0oneBaHus
a) Bepno
b) He BepHo
113. HecrocoOHOCTh 10/1aBUTH MOpPraHUe MPYU MHOTOKPATHOM

MOCTYKMBAHUU TI0 IIEHTPY HaAOPOBHOM 1yru (cumnToM Maiiepcona)
a) sBJsIeTCs HecnenupuIeckuM npusHakom BIT
b) siBiseTcs crienuduueckum npusHakom BIT

114. JIeMeHIIUs He SBISIETCS paHHUM npu3Hakom bl
a) 3TO YTBEPXKIACHHE OIIMOOYHOE
b) sTO yTBepKICHUE BEPHOE

115. MoTopHBbI€ QIIIOKTyalluu U JIEKapCTBEHHBIE TUCKUHE3NN
d) BO3HHUKAIOT HA paHHEH cTaJuu 3a00JCBaAHMUS
b) cBs3aHBI ¢ aHOMANTLHON (PU3UOJIOTHUECKON PEeaKIUel Ha
NPEPHIBUCTOE K30I'CHHOE JI03UPOBAHUE JICBOOIIBI
C) pa3BUBAIOTCS MPU JUTUTEILHOM MPHEME MPETapaToB JIEBOIOIbI
d) yMeHbIIal0T Ka4eCTBO JKU3HHU MALMECHTOB

116. VY nmanmenToB ¢ BII mmurensHOCTBIO O0JIee 5 IET U OJTHOCTOPOHHEH
KJIMHAYECKOW CUMIITOMAaTUKOMN pa3BUTHE MOCTYPAIbHON HEYCTOMYUBOCTH:
a) CBHICTEILCTBYET O IPYrOM HE3aBUCHMOM 3a00JICBAHUH, BIMSFOIIIAM
Ha MEXaHU3MBbI TIO/JIEP>KaHUS TT03bI
b) IMonreepkaaet nuaruos BII
C) CBuUAETEILCTBYET O PA3BUTHUHU 3a00JICBAHUS U3 TPYIIITBI
NapKUHCOHU3M-TLTIOC
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TecTOoBbIC 32aJaHNUA K TJI1aBe 9:

117. Menukamenro3Hoe neuenre bl Bo BceM Mupe B HacTosimiee BpemMs
OCHOBAHO Ha Tperaparax, KOTOpbIe
d) He BIUSIOT Ha CKOPOCTh POTPECCUPOBAHUS 3a00JIeBaHUS
b) xommeHcupyroT nedunutT godhaMruHa B CHHAIICE
C) TOPMO3ST IPOTPECCUPOBAHUE 3a00JICBAHMSI
d) Bce OTBeTHI BEpHBIE
€) HeT MPaBHJILHBIX OTBETOB

118. JIunia Mmosooro Bo3pacta (<55 ner) ¢ BII, koTopsie paHee He
HOJTy4YaJly JIEUEHNE, HAUMHAIOT C
a) monoteparuu AJIP (mpamurnekcos, mupuode i)
b) mpenapatsl amantaauna (MugantaH, [TK-mepir)
C) npenapatsl ieBogons! (Hakom, Magonap)
d) Bce OoTBETHI BepHBIC
€) HeT MPaBHJIBHBIX OTBETOB

1109. JIuua crapuiero Bo3pacta (>65 jieT), He MMoTy4YaBIINe paHee JICUCHHE,
TaK)Ke HauYMHaIoT ¢ MoHoTepanuu AJIP (mpamunekcosn, nupudenun),
npenaparamMu amantaauHa (muganTas, [IK-mepir) unu npenaparamu
JIEBOJIOMIBI B MaJIbIX JI03UPOBKax (Majormap, HaKOM;

a) monoteparnuu AJIP (mpamumnexcosn, mupuode i)
b) mpemnapatel amanTaguHa (Muaantas, [TK-mepir)
C) npenapatsl teBogons! (Hakom, Maznonap)

d) Bce oTBEeTHI BepHBIC

€) HeT NPaBUJILHBIX OTBETOB

120. [Tpu Tpemope Ha BCceX YPOBHSIX OKa3aHUS MEIUITMHCKON ITOMOIIN
naruentam ¢ bII nmokasansl cieayrone Ha3HAYCHHUS:
a) mupareram
b) npomnpanoson
C) BaJbIpOEBas KUCJIOTA
d) sHamonpwu
€) BCe OTBETHI MPABUIIbHBIC

121. [Ipy KOTHUTUBHBIX HAPYIIEHUSIX HA BCEX YPOBHSIX OKa3aHUs
MEIUIMHCKOW nomolu naurentam ¢ bll moka3ansl cnenyromue
Ha3HAYECHHUS:

a) TIIMIUH

b) monenesmn

C) rajaHTaMUH

d) Bce OTBETHI BepHBIC

€) HeT NMpaBUJIbHBIX OTBETOB
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122.

IIpy nucKuHE3UAX HA BCEX YPOBHAX OKa3aHUS MEIUIMHCKOW ITOMOIIHU
nauueHTam ¢ bII nokasansl cienyronye Ha3Ha4YEHUs

a) aMaHTaJuH
b) mpamumexcon (Mpu HEOOXOAMMOCTH — MIPOJIOHTUPOBAHHOTO
JEeHCTBUSA)
C) mupuOeauI
d) manTompasour;
€) BaJbIIpOeBas KUCIOTa
f) Bce oTBeTHI BepHBIC
g) HeT NpaBHILHBIX OTBETOB
123. Hauano mequkamento3noro jieuenus bII (3amectutenbHast Tepanus)
OTIpeIeIseTCS
a) (GYHKIMOHAJIBLHBIMU HAPYIICHUAMH, (OTPAHUYCHHUS CO CTOPOHBI
po(eCCHOHATBLHBIX HABBIKOB HJIM CaMOOOCITY)KUBaHN)
b) “kocMmeTHuecKUMHU”, “ICTETUUECKUMHU MOMEHTAMH, CBSI3aHHBIMHU C
Pa3BUTHEM MOTOPHBIX U HEMOTOPHBIX CUMIITOMOB BI1
C) MHEHHE Bpaya O I1eJIeCO00Pa3HOCTH BHIMMCKU TpernapaTa
124, ['myGokasi CTUMYJISLINS MO3Ta XapaKkTepU3yeTcs
a) oOparumoii TUCHYHKIMEH HEHPOHOB
b) dbopmupoBanmeM odara IeCTPYKIIUN
C) MMIUIAHTHPYEMOE YCTPOHCTBO MOCTOSHHO IMOCHIIACT UMITYJIbCHI
d) uMIUIaHTHpYEeMOE YCTPOHCTBO MOXKET OBITH 3alTPOrPaMMUPOBAHO
W3BHE
€) BCE OTBETHI BEPHBIC
f) HeT mpaBHJIBLHBIX OTBETOB
125. biaronpusitHoe nelcTBUE aHTUXOJIMHEPTUYECKUX MPENapaToB NpH

MapKUHCOHU3ME 00YCIIOBIJICHO:

a) YcTpaHeHHEM XOJIMHEPTHYECKOTO BO30YKICHHUS HEIIPSIMOTO MYTH
b) Ycunennem XOIMHEPTHUECKOTO BO30YKICHHS HETIPSIMOTO My TH
C) Huuem He 00yCI0BICHO

d) YcrpaneHneM XOJUHEPTHYECKOTO BO30YKICHHS MPSIMOTO Ty TH
e) YcuieHHeM XOJUHEPTHIECKOro BO30YKACHUS MPSIMOTO MyTH

138



OTBeThI K TECTOBBIM JaJaHUAM:
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10.a, b
11.a, b,c, h, k, I, m
12.c

13.b, c, d
14.b

15.e

16.b

17.c

18.a

19.c, e
20.b

21.c

22.b, e
23.b, d
24.b

25.a

26.b, d
27.a

28.d

29.a

30.a
31l.b,d, e f
32.a

33.b

34.c, d
35.c

36.b, ¢
37.c

38.b

39.b

40.b

41.b

42.a

o
o
—

43.a,b,c,d, g
44.b,c,d, e, f
45.d

46.a

47.c

48.d

49.a,c, d
50.b, c

51.c

52.b

53.b

54.b

55.d

56.a

57.c,e

58.c

59.a,b, ¢, f,i
60.a,b,c, e, f, g
61.b

62.d

63.b

64.c

65.b, c

66.b

67.a, b, d
68.a

69.b, c,d, e
70.a,c¢c,d, f
7l.a,b,ef
72.a,d
73.c,e
74.a,b,c,d, e, f
75.d

76.C

17.a

78.b

79.d

80.b

81l.b

82.c

83.a

84. a, d, e
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IHNPAKTUYECKUE 3AIAHUA

IIpakTnueckoe 3axanue Nel

1. bera-ruapokcunasza npodamuHa mnpeoOpasyer jgodpamMuH B Kakoe U3
CJICTYIOIINX BEIIeCTB?

a)
b)
c)
d)

OnuHeppuH (apeHaIMH)
L-IOITA

Tuposun

CepoToHuH

e) Hopsnuuedpun (HopaapeHaIHH)

2. 63-meTHSSA KCHIMHA XalTyeTcs Ha OOJb B JIEBOM IUI€Ye W TPYAHOCTH C
MOXOAKOW B Te€ueHue nocyueanero 1 roga. Ee Mmyx yTBepKIIaeT, UTO OHA HE
pa3MaxuBaeT JIEBOM PYKOM Mpu X0Ib0€ U HCIBITHIBAET TPYIHOCTH C
UCIIOJIb30BAaHUEM 3TOM PYKHU JJIsl yOpaBi€HUs KHONKamu. IlanueHT Takke
COO0IIAeT O 3amopax u MajJieHuu ¢ KPOBATH BO BPEMs IPKUX CHOB B TCUCHHE

6 ner

J0 IIOSABJICHUS 33pr,[[H€HPII>i C HOXOI[KOﬁ. Ona OTpHUOACT HAJINYUC

TpEMOpPa B AHAMHC3C. KaxoB nanboiee BGpOSITHBIﬁ ,ZII/IaFHOS?

a)
b)
c)
d)
e)

3. Kakue

TpaBma BpalaTeaIbHOU MaHXKEThI
[{epBukanbHas MUEIONATHUS
Nnuonatuueckas 6one3nsb [lapkruHcoHa
CocyaucThiii TapKUHCOHU3M
[Tepudepuyeckas noJuHeponaTus

PE3YJIbTATLI O6CJ'I€I[OB aHWg TUIIAYHBI Ha pPaHHUX  CTaAugX

3a00eBaHus JUIsl TIPABWJIBHOTO NUArHo3a, oOCY)KJICHHOTO B TPEIBLAYIIEM
Borpoce (Ne2)?

a)
b)
c)
d)
e)

4. KakoB

BripaxxeHHas oproctaTuyeckasi THIIOTEH3US
[ToctypanbHas HEYyCTOMYMBOCTh
Cy0OonTuMalbHBIN OTBET HA JIEBOOITY
['unodonus

CummeTpuuHas OpaluKUHE3US U PUTHIHOCTh

HanOoJiee BEPOSITHBINA PE3YNbTAT BU3yAIM3ALMU [TPU 3TOM JUATHO3E Y

MaIMEeHTa, 0 KOTOPOM HJIET peub B Bompoce Ne2?

a)
b)

c)
d)

e)

«HopmanbpHasi»  MarHuTHO-pe3oHaHcHas  Ttomorpadus  (MPT)
rOJIOBHOT'O MO3TI'a

[loBbiieHHOE  morJyIoONIeHWEe  AoamMuHa TOpPU  CKAaHUPOBAHUU
TpaHcnoptepa nopamuna (DAT)

KonTpactHoe ycunenue 6a3anphbix siaep Ha MPT romosaoro mosra
JIByCTOPOHHSISI TUIIEPUHTEHCUBHOCTh Ha T2 B NEPUBEHTPUKYJIIPHOM
OeoM BelecTBe

CraBiieHre MIEHOro OTAeNa CIIMHHOIO MO3Tra U3-3a MPOTPY3HH JUCKa
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5. Kakoe sedenne ObUTIO OBl MPEAMOYTUTECIBHBIM IS MAI[EHTa, O KOTOPOM
UJIET peub B Borpoce No2?
a) BbicokooObeMHast TIOMOaTbHAS TyHKITHSI
b) Xupyprudeckas 1eKOMIIPECCHS
C) ApTPOCKOMHMYECKOE XUPYPTrUUIECKOE BOCCTAHOBJICHHUE IIJIcYUa
d) ArpeccuBHOE MEIUKAMEHTO3HOE JICUEHHE COCYIUCTBIX (HaKTOpOB
pHcKa
e) IIpobGa c kapOUIOIION/IIEeBOAOIION

6. 83-metHuit myx4nHa ¢ Oone3Hpro [lapkuHCOHA B aHamMHe3e OOpaTWIICS B
KJIMHUKY Ha MOBTOPHBIN mpueM. Ero keHa 3ameTusia, 4To OH IJIOXO CHMT.
Houbto oH OeCrIOKOMHBIN, KPUUUT U, KaKeTcsl, OeraeT Bo cHe. Ee HeCcKOoJIbKO
pa3 OH IHWHAJI HOTaMH, NO3TOMY OHA CHOUT B COCEOHENW KOMHare. Uto u3
CJIEIYIOLLEr0 BEPHO ISl TOTO YCIOBUSA?

a) JleyeHue nepBO JMHUU - AMUTPUTITHIINH.

b) IMomucomuorpamma (IICT") mokassiBaeT OBICTpPOE JIBHKEHHUE IJIa3 BO
cHe 0e3 aTOHMHU.

c) IICI' moka3biBaeT pe3Koe Ha4yalo JBUTaTeIbHOW aKTHBHOCTH BO
BpEMsI MEIUIEHHOTO CHA.

d) I'enetnueckoe TecTupoBanue Ha Hannuue mytaruii B CHRNA2 Oynger
MOJIOKUTEIIbHBIM.

e) JleueHue nepBOW TMHUN — POITUHHPOIT

7. Kakoe w3 cienyroommx JIEKapCTB 3aMeisieT MeTa0oiau3M JgodaMuHa B
LIEHTPAJIbHON HEPBHOU cHCTEME?
a) PuBacturmun
b) TpurexcudeHuIMI
c) KapOumona
d) Durakamnon
€) AMaHTaJuH
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OTBeThl Ha 3TANBI PAKTHYECKOro 3aganus Nel

1. E. Jlodbamun - 3T0 MOHOAMUHOBBIH HEHUPOMEIUATOP, KOTOPBIM KU3HEHHO
BayKEH JIJIs1 HOpMAJIbHOM HeBposiornueckort pynkuuu. JJodamuu obpasyercs
u3 L-noda (mox neiictBuem noda-maexkapookcuiasel), a L-nmoda odpasyercs
U3 Tupo3uHa (moa  JEWCTBHEM  THPO3UHTUApOKcHiasbl). Jlodgamun
MeTaboNMM3upyeTcss 10  HopajapeHaivHa  (mox — AeiicTBueM  Oera-
TUAPOKCUIIA3bl), KOTOPBIA METaOOMM3UpYyeTCsl [0 aJpeHanuHa (oA
neiictueM (QpenmwnrTanodaMuH-N-MeTmiTpancdepasbl). CEpOTOHHUH TaKxke
ABJISIETCSI MOHOAMHHOM, IOJIY4Ya€MbIM M3 THPAaMHUHAa B peE3yJIbTaTe ABYX
(dbepMEeHTAaTUBHBIX ~ CTaaui, BKIIOYas  TPUNTOPAHTHAPOKCUIAZY |
nexapOoKcuiIa3zy apoMaTudeckux L-aMHHOKHUCTIOT.

2. C. IlamueHT uCHBITHIBAET 00JIb B IJICYE U TPYJHOCTH C TIOXOAKOM B TEUEHUE
nocyieqHero 1 roja ¢ yMEHbIIIEHHEM pa3Maxa pyKd MpH XOAb0e U moTepeit
JIOBKOCTH B JIEBOM pyKe. DTOT aHaMHE3 YKa3bIBae€T HAa OpaJIUKMHE3UIO U
PUTHIHOCTD, JIB€ KapJIMHAJbHbIE OCOOCHHOCTH HIMONATUYECKON O0Je3HU
[Tapkuncona (BII). Tpemop He ABISETCA YACThIO JIHATHOCTHYECKUX
kputepueB bII, Tak kak y uermoBeka MOXET OBbITh AKMHETHKO-PUTHIHAS
dbopma. MenuIUHCKUI OCMOTpP, KOHEYHO, MOJATBEPAMI Obl 3TH PE3yJbTaThI
obcnenoBanus. Hepeako mnamueHThl KalyloTcss Ha OOJIM B CycTaBax,
BEPOSATHO, W3-32 JUCTOHUU WM PUTHIAHOCTH, HEKOTOPHIE U3 KOTOPBIX
COXpAHSIIOTCS TOCJE OIepaluii Mo OpPTONEAUYECKUM IMPUYMHAM. 3arop U
MaJIeHUe C KPOBATU BO BPEMS SIPKUX CHOBHUJICHUH (PacCTPOMCTBO MOBEICHUS
BO CHE C OBICTPBIM JBIKEHHUEM TJIa3) - 3TO JBa HEMOTOPHBIX mpu3Haka bII,
KOTOPBIE YaCTO MPEIIECTBYIOT MOCTAHOBKE JMarHo3a Ha cpok jao 10 ner,
yTO eme OoJsibllle yKa3blBaeT Ha HEHWPOJIEreHEPATUBHYIO  aibda-
CUHYKJICMHONATUIO. XOTS TpaBMbl IUI€Ya, TAKUE KaK IOBPEKICHHE
BpaIlaTeIbHOW MaHXeThl, 0€3yCIOBHO, MOTYT TMPUBECTH K CHIKEHHUIO
pa3maxa pyku, Apyrue aHaMHECTUYECKHUE CBEJICHHUS, CBSI3aHHbIE C 3aII0paMH,
paccTpoicTBO moBeneHuss B ¢aze OBICTPOro CHa JIENalT 3TO MeEHee
BEpOSATHBIM. TO € caMoe OTHOCHTCS M K LEPBUKAIBHOW MHEIONaTHH.
CocynucThlii MapKUHCOHU3M TaKke He OyJeT UMEeTh 3THX HEMOTOPHBIX
MPU3HAKOB U OyAET MPOSBISITHCA MPEUMYIIECTBEHHO MOPAKEHUEM HUKHUX
KOHEUHOCTEH M 3aTpyJIHEHUEM IMOXOJKH B TOpa3/io OOJIbIICH CTENEHU, YeM
ACHMMETPUYHBIM TMOpPaKEHHEM BepxHUX KoHeuHocTed. [lepudepuueckas
HEBpOMATHUSI ~ MaJIOBEPOSITHA,  YYUTHIBas COBOKYITHOCTb  JIPYT'HX
peACTaBICHHBIX CUMIITOMOB.

3. D. Tunodonuro wYacTto OIEHUBAIOT HapsIAy C MHUKporpaduedt mpu
uauonatnueckoir Oone3nu Ilapkuncona (BII). Jlpyrue BapuaHThl - 3TO
KpacHble (IaXKH, YKa3blBalOIIME HA TO, YTO JUArHO3 HE SIBISETCS
nauonaruyeckor bII. Tspkemas opTocTatuyeckass TUIIOTCH3US SBIISIETCS
pacrnpocTpaHEHHbIM CUMOTOMOM cuHApoMa [lapkuHCOHA IITIOC, TAKOTO KaK
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mynpTucuctemtas arpopus (MCA). IloctypanbHas HEYCTONYMBOCTH Ha
PaHHHX CTQIMSIX YaCTO SBISETCS NPU3HAKOM MPOTrPECCUPYIOIIETO
HagbsiaepHoro mapanuya  (ITHIT); wmauomaruueckas BII  oObraHO
aCCOLMUPYETCS C MO3OHEH TOCTYypallbHOW HEYCTOMYMBOCTBIO. Kak
HEONTUMAaJIbHAS PEAKIUs Ha JIEBOJOIY, TaK U CUMMETpUYHAsE OpaluKUHE3UsI
U PUTHAHOCTh THUIMYHBI JJIsi CHMHApoMa [lapKMHCOHM3M IUIIOC, BKJIHOYas
IIHIT u» MCA. Croutr 3amomMHuThb, 4yTO uauomnaruueckas bII oOvraHO
MIPOSIBIISIETCS, aCUMMETPUYHBIM HA4aJIOM OpaTuKHUHE3UN W/WITH PUTUTHOCTH.

A. Unnonatudeckas 6oie3np [lapkuHcOHa 0OBIYHO HE MMEET OTKIOHEHUH
npu MPT-Bu3yanuzanuu, BKIIIOYasi OTCYTCTBHE INMPU3HAKOB KOHTPACTHOTO
ycuneHns. XOTsS 3TO M HE OTHOCUTCA K JAHHOMY  CIyd4aro,
CUMIITOMATUYECKUN MAapKUHCOHU3M MOET OBITh BBI3BAH CTPYKTYPHBIMU
HOBPEXACHUAMU B KOHTpaJlaTepalibHbIX Oa3albHBIX siapax. CkaHHpOBaHME
DAT wu3mepsieT NpecUHANTUYECKYI0 aKTHMBHOCTh JO(paMUHAa B MOJOCATOM
Tese (XBOCTATOM SIIpE U CKOPJIYIE) U MPOJAEMOHCTPUPOBATIO Obl CHUKEHHE
HOTJIONIEHUs MpU uauonatudyeckon Oose3nu Ilapkuncona. JIBycTopoHHss
TMIEPUHTEHCUBHOCTD HAa T2 SBISETCS TUIIMYHBIM IIPU3HAKOM Y ITALIUEHTOB C
COCYAMCTBIMM  (haKTOpaMH  pUCKA, TAKUMH  KaK  TUIEPTOHMS,
TUIEPIMIUIEMUS. U yoTpeOieHne Tadaka, 4To yKa3bIBaeT Ha COCYIUCTBIN
MapkuHCOHU3M. CHaBieHHWe WIEMHOTO OTHela CHUHHOIO MO3ra M3-3a
MPOTPY3UM [JHCKAa MOXKET BBI3BaTh KOMIIPECCHOHHYIO MHEIONATHIO C
MPU3HAKAMU TOPAXKEHUS BEPXHHUX JBUTATENIbHBIX HEWPOHOB, BKIIOYAs
CHACTUYHOCTD, TUIEPPEDIECKCHIO U CIIa00CTh, a HE MAPKUHCOHU3M.

E. [Ipoba ¢ kapOumomnoii/aeBogonoil Obi1a 061 METOAOM BbIOOpA JJISE 3TOTO
nanuenTa. JleBojona B KOHEYHOM HTOTe TpeBpaiaercs B n0daMHuH, Kak
TOJILKO OHAa TPOXOJUT TeMaTodHIehaTndecKkuil Oappep W IMOCTyMmaeT Ha
xpanenue B Mo3r. KapOumona npenoTBpaiaeT paciieryieHue JeBOAOINbI Ha
nepudepun, 3a mpeaeramMu TemarodHiedamuyeckoro Oapbepa. B aToi
KOHKPETHOM BO3pacTHOM rpymrme KapOuaoma/aeBoaona CYUTaeTCsl 3070ThIM
cTtaHaaproM Jjedenus Oone3nu I[lapkuncona. Jlpyrue BapuanTtbl (HE
NEPEUnCIECHHBIE), B 3aBUCUMOCTH OT TSDKECTH 3a00JieBaHUS, MOTYT
BKJIFOYATh aroHUCTHI J0(aMHHA, HHTHOUTOPHI MOHOAMHHOKCHIA3bI-B nim
uHrHOUTOpHl  Katexon-O-meruntpancdepasbl. JlromOalbHAass  MyHKIUS
Oospiioro oobema Obl1a OBl BapUAHTOM JICYEHHUS JJIsi TAIMEHTOB C
HOPMOTEH3MBHOW  ruAporedanueld, KoTopas OOBIYHO  TPOSBIISICTCS
ampakcuer ITOXOJKH, HEIepKaHUEM MOYM W CHWKEHHEM KOTHHUTHBHBIX
CrocoOHOCTeM. Xupyprudyeckas JeKoMmnpeccus Obuia Obl MOKazaHa, eciiu Obl
y TMainueHTa OB c1a0ocTh U 00JIb OT KOMIIPECCHOHHOW MUEJIONATHH,
HarpuMep, MPU BBHIITYMBAHUE MEXIO3BOHOUHOTO aucka. [Ipu cocynucrom
MapKUHCOHU3ME OBUIO OBl TIOKa3aHO arpecCHBHOE MEIMKAMEHTO3HOE
JIYCHUE COCYIUCTHIX (haKTOPOB PUCKA. APTPOCKOMUIECKOE XUPYPTHUIECKOE
Je4eHre MOXHO ObUIO OBl paccMOTpeTh, eciii Obl HEe ObUIO MPU3HAKOB

143



NMapKUHCOHM3Ma, @ YMEHbIIIEHUE pa3Maxa pyKd U 007 Obuid 0OHAPYXKEHBI
13-32 OPTONEINYECKON TPaBMBbI.

B. VY osroro mamuenta HaOmomaeTCs pacCTpOMCTBO TOBeAeHUs B (ase
OBICTPOTO CHA. DTO PACCTPOMCTBO, KOTOPOE OOBIYHO HAUMHACTCS B CPEIHEM
BO3pacTe WU y TOXKHUJBIX JIIOJCH M 4Yallle BCTPEYACTCS y MYKUMH. ODTO
0oOBbIYHO  HAOMIOMAaeTCs B COUYETAaHMM C  HEWpojereHepaTUBHBIMU
COCTOSIHUSIMM, TakUMHU Kak Ooje3Hb [lapkuHCOHA, TpOrpeccUpyromuii
HaIBSIACPHBIN TMapaiud, MYyJIbTUCUCTEMHAs aTtpodus ¢ Pa3IUIHbBIC
JEMEHIIMU. DTO PACCTPOICTBO BKJIIOYAET B CEOSl MOTEPIO AaTOHUU BO BpeMs
OBICTPOTO CHA, B PE3yJbTaTe YErO MAIMECHTHI Pa3bITPHIBAIOT CBOM CHBI. JTO
BKJIFOYACT B ce€0s1 pa3rOBOPHI, KPUKH, TBMKCHUS HOTAMH, IBIDKCHHS PyKaMHu
UM X0Jb0y. DTO MOKET MPUBECTH K TpaBME MallMEHTa WIM MapTHEpa Mo
IOCTENH, a TAKKE NMPUBECTU K OYEHD APKUM CHaM, KOTOPBIE YACTO IMyTarOT C
rajuroruHanuamu. [ICIT He sBistercs HEOOXOIMMOWM I JHArHOCTHKH,
XOTs, ecnu Obl OHa ObLJIa BBINIOJIHEHA, OHA IIPOJIEMOHCTPUpOBAia OBl
MOBBIIIICHHYIO aKTUBHOCTh 3JIEKTPOMHOTPAMMBI BO BpeMsl OBICTPOrO CHa.
Pesynbprarel IICIT 0 pe3koM Hauajie ABUraTelIbHOM aKTUBHOCTH BO BpEMS
MEIJICHHOTO CHa COIJIaCcyloTCsi C HOYHBIMU cTpaxamu, a He ¢ PIIBC.
AMUTpUNITUINH, JpPYrde TPULUMKIWYECKHUE TIpernapaThl, CEIaTUBHbBIC
CHOTBOPHBIE W AHTUXOJHWHEPTHYECKHE CpPEICTBA MOTYT BBI3BaTh WIIH
ycyryoutsb 310 pacctpoiictBo. Mytariuu CHRNA?2 gacto BcTpedaroTes mpu
ayTOCOMHO-JJOMUHAHTHOW »nuiencuud JIoOHbix jgoJsieid. PIIBC  moxHO
CITyTaTh C JJOOHBIMU MPUTTAJKAMU U3-3a BOBHUKHOBEHUSI HOUBIO U CTPAHHOTO
MMOBEJICHMUS.

D. DwurakamoH sBIseTCS WHTHOUTOpPOM Karexosi-O-MeTunTpancdepassi,
KOTOpasi sBJIIETCS OJAHMM M3 OCHOBHBIX (DEPMEHTOB, OTBETCTBEHHBIX 32
pacuieruieHne godamMuHa B IEHTPAJIbHOW HEpBHOUW cucteme. [Ipyrumu
OCHOBHBIMHM (pepMEHTaMH SIBISIOTCST MOHOAaMMHOKcHJaza B u Oera-
ruapokcunaza  godamuHa  (kotopas — mpeoOpazyeT  nodaMuH B
HOpPAJIPEHAIINH). PuBacturmMun ABJISIETCS UHTHOUTOPOM
alleTUJIXOJIMHACTEpa3bl,  MCIOJb3YyeMbIM  MpPU  JIEYEHUH  OO0JIe3HU
Anpureitmepa u aemeHiuu ¢ 6ose3nsio [lapkuHcona. Tpurekcudenuaun -
ATO AHTUXOJIMHEPTMYECKUH Tpernapar, HCHOJb3yeMbld TpU JIEYEHUU
nuctonuid. Kapbumona ymensinaet nepudepuueckoe paspymieHue L-moda
(mpeamecTBeHHUKA Ao(aMuHa), HO HE BIUSIET Ha MeTaboJu3M JoamMuHa B
LIEHTPAJILHON HEPBHOM CUCTEME.
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IpakTueckoe 3aganue No2

1. V 62-netHelt XeHIIMHBI HAOIIOAE€TCA TOCTENEHHO MPOrPecCUpYIolee
KOTHUTUBHOE CHUXEHHUE, a TAaKXE€ CKOBAaHHOCTb, MEMJIUTEIBHOCTh H
NEPUOJANYECKHAE TMOAECPTUBAaHUS IPABOM BEpXHEW KOHEUHOCTU. Ee peub
CTaJla MOHOTOHHOW, HEBHATHOW W MemieHHOW. Ilpu ocMotpe y Hee
OUCTOHMYECKAsl I[03a NpPaBOM PYKH C TOBBIMIEHHON PUTHAHOCTBIO H
OpagukuHesued. I[lpucyTcTByeT Takke MEpeMeKalomUics MHUOKIOHYC,
KOrja Impasas pyka IIOAHATAa BBEpX. Bo Bpems pas3roBopa mpasas pyka
MAlMEHTKH, MM0-BUJIMMOMY, IIOJHUMAETCS caMa 10 ce0e, U OHA HUCIIOIb3YET
JEBYI0 PYyKy, 4TOOBI omycTuTh ee oOpaTHo. Ee cembsi cumTaer, uTo OHa
4acTo mMpeHeOperaeT mpaBod cTOpoHOM cBoero Ttenma. MPT maruenta
[I0KA3aHAa Ha PHUCYHKE HMXKE. UTO M3 NMEPEYUCIEHHOTO TUIUYHO ISl dTOTrO
nuarsosa’?

a) OTioxeHue Tay-mpoTeHHA

b) Otnoxenue anbda-CHHYKICHHA

C) PuruaHoCTh yCTOHYMBAsS K JICBOIOIE
d) BereratuBHast TuCHYHKIIUSA

e) BripakeHHbIC Ta/UTIOLMHAIIMN

2. 82-netHuit myxuuHa ¢ Oone3npto [lapkuHCcOHa B aHamHe3e oOpaTtwiica B
OTJICJICHUE HEOTJOKHOW TIOMOIIM C TOJOBHBIMH OOJIIMH M JIETKOM
JIEBOCTOPOHHEN C1abOCThI0. DKCTpEHHAsh KOMITbIOTEpHasi Tomorpadus
MO3ra  TIOKa3blBaeT HEOOJBIIOE  MPABOCTOPOHHEE  BHYTPUMO3TOBOE
KPOBOM3JIUSIHUE BO BHYTPEHHIOW Karcyny. Ero kpoBsiHoe naBlieHuE
ocTaetcs Bbile 220 CUCTOIMYECKUX, HECMOTPS Ha JIBE 103bl BHYyTPUBEHHOTO
nabetanona. Ero »eHa ynoMHHAaeT, 4TO HEJABHO OH Hayajl MPUHUMATh
HOBOE JieKapcTBO oT Oosie3nu [lapkuncona. Kakoii U3 mepeyncieHHbIX HIKE
ABJISIETCS] HaKOoJIee BEPOATHBIM BO30yauTenem?

a) DHTaKaroH
b) Pazarwnun
C) AMaHTaauH
d) JI-nona

e) Pomumuupon
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OTBeThI HA 3TaNbl NPAKTHYECKOT0 3a1aHust Ne2:

1. A. Dtor cny4ail SBISETCS TUNWYHBIM  KIMHUYECKUM  CIIEHApHUEM
koptukoOazanpHoit  gere”Heparuu  (KBJ[). 3Orto  mporpeccupyroiee
HeWpoJAereHepaTuBHOE 3a00JICBaHUE, XapaKTEPU3YIOIICECSs OTJIOKEHUEM
TAy-NMPOTEUHA U PSAAOM KJIMHUYECKUX MPOSBICHUN, BKJIKOYAs JBUTATEIbHYIO
aIlpaKCUI0, NOTEPI0 YYBCTBUTEIBHOCTH KOPBI TOJOBHOIO MO3ra, HAPYLICHUE
YyBCTBUTEIIBHOCTHA, MHUOKIJIOHYC, TPEMOpP, PUTHAHOCTh M IUCTOHMIO. Kak
MPaBUJIO, HAYAJI0 HAYMHACTCI AaCUMMETPUYHO U MOMKET BBITJISICTD
KIMHUYECKH MOXO0XUM Ha uauonarudeckyro Oosne3nb [lapkuncona (BII).
Opnnako KBJ/[ oObluHO HE pearupyeT Ha JIEBOAOIY M aCCOLMUPYETCS C
OOJBIITM KOJMYECTBOM KOPTHKAIBHBIX M3MEHEHUH, YEM ATO THITHMYHO IS
uanonatnyeckon bII. HMHorma y mnDanuMeHTOB  «IOSIBJISIETCS»  OJHA
KOHEYHOCTh, KOTOpas MEJUICHHO MOJHUMAETCS U “00JagaeT cOOCTBEHHBIM
pazymMoM”, M3BECTHBIA KaK CHHIPOM «4uy»oi» KoHedHocThu. XoTs KBbJ{
MOXET UMETh HEKOTOPOE KIMHHUYECKOE COBIIAJICHUE C MPOrPECCUPYIOIIUM
HAIBSCPHBIM TMApaIMuOM WM JIOOHO-BUCOYHOH JIEMEHIIMEH, MarHUTHO-
pe3oHaHcHas ToMorpadus dacto mo3BojsieT auddepeHuupoBaTh €
acCUMMETpUYHOU  aTpodueil TemeHHoW goiu. OTinoxeHus  anbda-
cuHyKJIenHa o00bIyHO accouuupytorcss ¢ MCA, uauonatudeckoir BII u
nemenuueit ¢ tenbiamu Jlesu, Ho He ¢ Kb/I. Kak mpaBuio, BerertatuBHas
mucynkuus oOHapyxkuBaercss npu MCA. 3aMeTHble TaJUTIOIUHALIMI
0OHapyXUBAIOTCS MPU IEMEHIMHU ¢ TelbliamMu JIeBu.

2. B. Pazarunun sBnseTcs MHTHOUTOPOM MOHOAMHUHOKCHAA3bl B, KOTOpHIi
y4acTBYeT B pacCILUCIUIEHWH Jo(aMHHAa W HOpagpeHajJuHa, MO3TOMY OH
obOnagaet MOTEHIUAIBHO CEPBhE3HBIM MOOOYHBIM s dexTom
3JI0KQYECTBEHHON TUNEPTEH3UHU, OCOOCHHO B COYETAaHUU C HEKOTOPBIMU
CEJICKTUBHBIMU HHIHOMTOpaMu OOpaTHOro 3axBaTa CEPOTOHHHA, YTO
OPUBOJUT K  CEPOTOHMHOBOMY  CHHAPOMY. OHTAaKamloOH  SIBJISIETCS
UHTHOUTOPOM KaTeX0JIAMHUHMETHIITpaHChepasbl (xaTexomn-O-
MEeTUATpaHCcpepasbl), KOTOPBIM 3amemisieT aerpajanui  nodpaMuHa.
Cepbe3Hble  OCIIO)KHEHHMSI  BKJIOYAIOT  OPTOCTATHYECKHE  COCTOSIHUS,
0OMOPOKH, TAJUTIOUMHALIUYA U IICUX03bl. AMaHTaJUH - 3TO MPOTUBOBUPYCHOE
CPEIICTBO, TAKXE UCMOJIb3yeMoe npu Oone3nu [lapkuHcoHa, KOTOpOE UMEET
BO3MOXHBIE TOOOUHbIE A(DPEKTHI B BUIE MCHX03a, CYAOPOr U apuTMUM. L-
noga MU PONMUHHUPONI HUMEIOT CXOXue npodunu noOouHbIX 3(DPEKTOoB,
BKJIIOYAsl OPTOCTA3, YPE3MEPHOE CTPEMIIEHHE K BO3HATPAXKIECHUIO, MCUXO03,
JUCKUHE3UU U apUTMHH.
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IIpakTHyeckoe 3axanue Ne3

1. 53-neTHHil My>XYHWHA C JIETIPECCHEH, TUIEPTOHUEH W acTMON B aHaMHE3e
oOpaTwiicss B KIMHUKY 1O TIOBOAY TpPEMOpa, KOTOPBIA HayMHAJICH
MOCTENEHHO. Ero TpemMop 4acTo yCWIMBAETCS IMPHU CTPECCE WM TPEBOTE U
HEMHOTO yJTydIllaeTcs rmocyie 0okasna BuHa. Ero jkeHa Takke oTMe4yaeT Bpemst
OT BPEMEHHU ApPOXKb TOJIOBBI, B OCHOBHOM B KOHIE nHA. IIpu ocmotpe
OTMEUAETCS IBYCTOPOHHUN TPEMOP JICUCTBHS, BOZHUKAIOIINI B OCHOBHOM B
JTUCTaJIbHBIX OTJeNax KoHeuHocte. Kpome toro, HabmonaeTcst HeOOIbIIOM
aucOanaHc mpH TaHAEMHOM X0[p0e U JIerkoil morepeit ciayxa. Het Hukakmx
MPU3HAKOB TPEMOPA MOKOS, & TAKKE MOTEPU JOBKOCTU MJIU KECTKOCTH IPHU
AKTUBUPYIOIIUX MaHeBpax. Kakoe W3 NEepEeUHCIICHHBIX HUXKE CpPEICTB
CUMTACTCA JIy4YIIMM CPEACTBOM IME€PBOM JIMHHUM JJIs1 JICUCHUS JTAHHOTO
nanueHTa?

a) Kapb6umona/neBogomna

b) Kionazemam
c) IlpompaHoson
d) Ipumumon

e) Tomupamar

2. 53-neTHU MyX4nHA 0€3 Kakoro-audo 3HAYMMOTo aHamHe3a o0paiaeTcs B
CBSI3HM CO CITyTaHHOCTBIO CO3HAHUS. B mpomom Mecsiie y HEero mosiBUINCH
NEPUOIUYECKUE TOJICPTUBAHUS B TIPABOM pyKe U HOTE, MPOUCXOJSIINE
HECKOJIbKO pa3 B JieHb. Kpome Toro, ero sxeHa yTBep>KIaeT, YTO HEJJaBHO OH
MOTePsIT KIIOYM, HE MOT HAaWTH CBOIO MAIlIMHY Ha CTOSIHKE M Jaxe 3a0bLI
uMeHa OJNM3KUX Jpy3ed. B oTneneHun HEOTIIOKHOW TOMOIIU y HETro
HOpMaJlbHAs TEMIIepaTypa Tejia C MOBBIIICHHBIM COACP)KaHUEM JICHKOIIUTOB.
Ero ocmorp ©0e€3 o0uyaroBoil CHUMNOTOMAaTHKH, C MNEPUOAMUYECKUMU
MOJICPTUBAIOIIMMU JIBIDKCHUSIMM B TIPaBOW pyKe. Y HEro BhISBICHA
THIMIOHATPUEMHS, HO B OCTaJbHOM MeTaboInyecKas MaHelb U MEeUEeHOUHBIC
depmentsl B Hopme. JlromOanmbHash MyHKIMS TOKA3bIBAE€T OTCYTCTBUE
JIEUKOIIMTOB, IPUTPOLIUTOB, OesoK 95 mr/mi (B HOpMe <45 Mr/mii1) U TIII0KOo3a
63 mr/nn (B Hopme 45-80 mr/ain). [lonumepasHas LenHas peakuus Ha BUPYC
NPOCTOr0 Tepreca OTpUllaTeNbHA. 37eCh TOKazaHa €ro MarHUTHO-
pe3onancHas ToMorpadus (MPT). Kakoit u3 nepedrcieHHbIX HUXKE THarHo3
ABJISICTCS] HANOOJIee BEPOSTHHIM?

a) CADASIL

b) Koprukoba3aiapHast JereHepaius

C) JlumOuueckuit sHIChATUT

d) Pannee nauaso Oosie3Hn AJblireiiMepa
e) CTpenTOKOKKOBBIA MCHHUHIUT
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3. AHOCMHSI pPacTpOCTpaHEHA TIPH BCEX CIEAYIOIMHUX COCTOSHUSX, 32
UCKIIFOUEHUEM?
a) bonesus Anblreiimepa
b) Unnomarudeckas 6ome3npb [lapkuHCcOHA
C) Hdemennus ¢ Tenbliamu Jlepu
d) Iporpeccupyrouii HaAbAACPHBIH MapaIng
e) Xopes ['eHTHHITOHA

4. Kako#l u3 crnenyromuyx HeHpoMeauaTopoB HauboJiee CBSI3aH C TeHepaluen
owicTporo nprkenws riaa3 (REM)?
a) AILICTHIIXOJIUH
b) Hopamuuedppun
c) I'umokperun
d) Ceportonun
e) Hdobamun
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OTBeThI HA 3TaNbl NPAKTHYECKOT0 3a1aHus Ne3:

1. D. V namueHTta, cKopee BCEro, 3CCEHIUAIbHBIM Tpemop. Yaie Bcero 3To
HACJICCTBEHHBIM CEMEWHBIA TPEMOpP, XapaKTepU3YIOUIUHCI TPEMOPOM
JTIACTAJIBHOTO JIEUCTBUSA, JIETKOM HEUPOCEHCOPHOM TYTOYXOCTBIO M MOTEpEU
paBHOBecus. XOTs, KakK MpaBujio, OpaguKUHE3UU, PUTUIHOCTH WU
NOCTYPAJIbHOW HEYCTOMYMBOCTU HE BBISABISAECTCS, NPU ITOM PaCCTPONCTBE
BCE €III€ MOXKET BBISIBISATHCS PUTHIHOCTb MO THUILY «3yO04aTOro Kojecay.
Tpemop wHOT/IAa HAYMHAETCS ACUMMETPUYHO, HO OBICTPO PaCIIPOCTPAHICTCS
Ha APYTYI0 CTOPOHY M MOKET JAXe 3aTPAaruBaTh rOJIOCOBBIE CBSA3KH, TOJIOBY
win Horu. OOBIYHO TPEMOp YCHUIMBAETCS TpU CTpecce, OEeCIOKOMHCTBE,
YCTAJIOCTH WU ynoTpeOnennn KodenHa. MeaukaMeHTO3HOE JICUCHUE
3CCEHUUAIBHOTO TpeMopa TNEPBOM JIMHUKA BKIIOYAECT NPUMHJIOH WIH
nporpanosion. IIporpanonon Obi1 ObI HE CaMbIM MOAXOSIIUM BBEIOOPOM
JUTSL 3TOTO TAIIUEHTa, TaK KaK OH MOKET YCYT'yOUTh KakK €ro JCTpPeccuIo, TaK
u actMmy. [lpyrue jekapcTBa, KOTOpble MOKHO IMOMPOOOBATh, BKIIIOYAIOT
TOMMpaMmar, KioHaenamM U rabameHTtud. [lpu pe3ucTeHTHOM K
MEIMKAMEHTO3HOMY  JICUCHUIO TpemMope MOYKHO UCII0JIb30BaTh
OOTYJIMHUYECKUIT TOKCHMH WM TJIYyOOKyI0 CTHUMYJSIUIO — TajlaMmyca
(BEHTpaAJILHOTO MTPOMEKYTOUHOTO siapa). Ecnu gusukanbHoe oOcneoBaHne
HE TpeArnoJiaraeT MNPU3HAKOB MApKUHCOHMU3MA, KapOujomna/ieBojona
0OBIYHO HE UCIIOIB3YETCS.

2. C. Y mamumeHTa mojocTpas MOTeps MaMsITH, MHOKIOHYC W JIOMOalibHas
MyHKUMS, [OKa3bplBaroUiasi BocnajieHue 0e3 WHQPEKIUH. Ha MPT
BBISIBJISIETCS TUIIEPUHTEHCUBHBIN CUTHAJ MEAUAJIbHO B BHUCOYHBIX JOJISIX C
JBYX CTOPOH, YTO YacTO BCTpeYaeTcss NpH JUMOUYECKOM »SHIiedanure.
CADASIL o00BbIYHO COMPOBOXKIACTCS TOJOBHBIMH OOJISIMH, DIH30]IaMH,
MOXO0KUMH Ha MHCYJBT, U JCMEHIMEH Ha Oojee Mo3aHuX ctagusx, a MPT
MOKa3bIBaeT IOJAKOPKOBBIE MOpaK€HUs1 O€loro BellecTBa, OCOOEHHO B
nepenHe-BUCOYHBIX Joyiax (ob6mactsax). KBJ[ BkitowaeT MHOKIIOHYC,
PUTHIHOCTh,  CclabOymMHe€ WM CHHAPOM  «UYXKOH»  KOHEYHOCTH.
Juarnoctudyeckux kpurepueB MPT nnsa KB/l Het, XoTs arpodust TeMEHHOM
IO MOXET NPUCYTCTBOBAaTh. JluarHocrnueckux kpurepueB MPT s
O0one3Hn AnplUreiiMepa TakKe HET, XOTs IiiobanbHas atpodus U aTpodus
BHCOYHO-TEMEHHOI'O COEIMHEHUS BCTpedYaroTcs 4acTo. CTpenTOKOKKOBBIN
MEHUHTUT TpOTEeKaeT ©Oojiee OCTPO €  BBICOKOW  TEMIIEpaTypoH,
sHIEe(danonaTreil, CyJoporaMu U MOBBIIIEHHBIM COAEP>KaHUEM JICHKOLIMTOB
U Oenka B CIIMHHOMO3TOBOM >KUAKOCTU. [IpM MEHUHTHTE MOXHO YBHUJIETH
yBeIM4eHUEe (YCWJICHHBIM CHTHAd OT) MO3TOBBIX 000JOYEK, HO
TUNIEPUHTCHCUBHOCTh BHYTPH MAPEHXUMBI YKa3bIBaeT Ha HHIE(DATUT, a HE
Ha MEHUHTHUT.
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3. D. A”ocmus B Hacrosiiee BpeMs MpU3HAHA DPAHHUM CHUMIITOMOM TIpH
HEKOTOPBIX  HEWpOJereHepaTUBHBIX  3a0oyieBaHusIX. Mauomaruueckas
oosnes3nb [lapkuHcoHa. bose3np AnblreiiMepa, 1eMeHIUs ¢ TeabliaMu JIeBw,
0oJie3Hb XaHTUHITOHA U UIUONATHYECKOE PACCTPOMCTBO MOBEICHUS BO CHE
Cc OBICTpBIM JBIDKCHHEM TJIa3 YacTO CBS3aHBI CO 3HAYMTEIIBHOM IMOTEpei
o6oHsHUSA. COCYIUCTHIN MapKUHCOHU3M, IIPOTPECCUPYIONTUN HAXbsIICPHBIN
napainuy, MAMONaTUIeCKas TUCTOHUS, SCCEHIIMAIbHBIA TPEMOP U CEPHE3HBIC
ah(exTUBHBIE pACCTPOMCTBA HE CBSI3aHBI C TOTEped  OOOHSHUS.
MynbrucucremMHas atpodus, KOpTUKOOa3zajlbHas JereHepanus U JIOOHO-
BHCOYHAsl JIGMEHLHSI MOTYT TIPUBOJUTHh K HE3HAYUTEIBHOM TOTEpe
OOOHSIHHS.

4. A. XOJIMHEPTUYECKHE HEUPOHBI HOKO-MOCTOBOM ITOKPBILLIKU
JEMOHCTPUPYIOT CaMyl0 BBICOKYIO CKOPOCTh BO30YXJEHHS BO BpeMs
OBICTPOTO CHA U CUUTAIOTCA HEUPOHAMH, T'€HEPUPYIOIIUMH OBICTPBIN COH.
Hopanuneppun (B ronyOoM TsITHE), TUIOKPETUH (M3 JaTepajbHOTro
runoTajgaMmyca), CEpOTOHMH (M3 JOpCaJbHOTO siapa IBa) ¥ AodamuH (B
BEHTPAJIbHOM 00JIaCTU MOKPBIIIKK U CEPOM BEILLECTBE BOKPYT BOAOIPOBOAA)
y4acTBYIOT B CTUMYJHUPOBAaHUM  OoJpcTBOBaHMs. [oiyboe MATHO
JEMOHCTPUPYET CaMyl0 BBICOKYIO CKOPOCTb BO30YXIEHUS BO BpeMs
00IpCTBOBaHUS.
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IIpakTH4yeckoe 3axanne Ne4:

1. V nanmueHTKH HaOIMIOMaeTCsi BBICOKOAMIUTUTYIHBIA TpPEeMOp O0EHX pPYK,
KOTOPBIA MeIaeT el ecTh, MHUTh WJIM OJEBaThCS caMocTosATenbHO. OHa
MOJTHOCTBIO 3aBHCHT OT yXoja cBoux Omm3kux. OHa mepenpoOoBaia
MHO’KECTBO KOMOWHAIMI JIEKapCTB OT TPEeMOpa, BKIIOYas MPOMPAHONON,
NPUMUTIOH, TONMHpamMaT M KIOHA3emaM, KaKIbld W3 KOTOPBIX HMEI
HEBBIHOCUMBIC MMOOOYHBIE dPHEKTH WM HEIOCTATOUHYIO A (PEKTUBHOCTS.
Y Hee HET KOTHUTUBHOW JUCPYHKIMA ¢ JAPYTUX COMATHYSCKUX
3a00JIeBaHMI, KPOME ITOTEPH PaBHOBECHSI B TEUCHHE MHOTHX JieT. HeqaBHO
OHa YyBHUJENAa MO TENCBU30py (pParMEHT O UYEIOBEKE C TaKUM IKe
3a0o0JieBaHMEM, Kak y HEe, y KOTOpPOro Obula BBHINIOJHEHA TIIIyOOKas
CTHMYJISAUSL Mo3ra. UTo siBisieTcsl HamOoJiee MOAXOJAIICH MHUIICHBIO B
MO3Te JIJIsl 9TOW MAIlMEeHTKU?

a) BeHrtpanpHOE MPOMEKYTOYHOE PO Tallamyca
b) Cyb6Tanamuueckoe sapo

C) BHyTpeHHHUI CerMEHT OJICHOTO mapa

d) ILleHTpoMeaunaabHbBIN TaTaMycC

e) Ilpunexariee sapo

2. Y 66-meTHETO MYXYMHBI HAOJTIOAAIOTCS SIPKUE 3pUTEIbHBIC TaJUTIOIMHAIINN
u notepss namsATd. Ero cempsi 3aMeTuia, 4TO €ro LUPKAIHbIE PUTMBI,
Ka)KETCs, BBIKIIOYEHBI, IOTOMY YTO B HEKOTOPBIE THU OH MOXET CIaTh BECh
JI€Hb, a B JIpyrue JHU, HA000poT, 00ApcTBOBaTh. MIHOT/Ia OH MHHAET CBOIO
XKeHy BO BpeMs cHa. [Ipu ocMoTpe ObUTM BBISBIICHBI JIETKasi pUTHAHOCTD B
BEPXHMX KOHEYHOCTAX M 3aMEUICHHbIE MOCTyKMBaHUS HaibliamMu. bbina
nosydeHa  ¢ropaezokcuriatoko3Has (DJII') 1O3UTPOHHO-PMUCCHOHHAS
tomorpadus (I[19T). B kxakom u3 ciemyomux MECT MOXHO ObLIO Obl
oXkuaaTh runomeTadonu3m mpu OI [13T?

a) 3aTbUIOYHbBIC T0JIN

b) 3agHue yacTH BUCOYHBIX M TEMEHHBIX I0JICH
) JloOHbIe momH

d) Ilepeanue 4acTH BUCOYHBIX J0JICH

e) Crpuarym

3. UTO 13 nepeyncieHHoro SBisieTcs TaynaTuen?
a) Ilporpeccupyroniuii HaabACPHBINA TApATAY
b) Bonesns [TapkuHcona
C) Hemennus ¢ Tenbiiamu Jlepu
d) Mynbrucuctemuas arpodus
e) BokoBoi aMHOTpOPHUUCCKHIT CKIIEPO3
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OTBeThbI HA 3TaNbl NPAKTHYECKOT0 3a4aHus Ne4:

1. OrBer: VY 3TOro mnaunumeHTa TPEMOp JEWUCTBUS, COOTBETCTBYIOLIUMN
ACCEHIMAJILHOMY TPEMOpPY, U OH IepenpoOoBaj W MOTEpIeN Heyaady co
MHOTMMHU JieKapcTBaMH. Ha JaHHBII MOMEHT KauyecTBO €€ KU3HH CEPhE3HO
yXYIWAETCs M3-32 3aBUCUMOCTH OT TOCTOPOHHEH IIOMOIIM B IUIAHE
NUTaHUs, ONEKIbl W ojeBaHus. [lpu OTCYyTCTBUM  MEIUIIMHCKHUX
MPOTUBOIIOKA3aHUH  MOXKHO OBUIO OBl  PAacCMOTPETh  BO3MOKHOCTh
npumenenus DBS. HaubGonee pacnpocTpaHeHHOW MUIICHBIO TIpU
ACCEHIMANBHOM TpeMope saBiserca VIM-anpo tanamyca. Kak BHyTpeHHUI
CErMEeHT OJIeTHOrO Iapa, Tak U CyOTamaMHuecKoe SApo ObLIH pacCMOTPEHBI
st nedenust OosiesHu IlapkuHcona. Kak mpaBuiio, BHYTPEHHHM CErMEHT
OlemHOrO  IIapa  paccMaTpuBaeTcsl A JIEYEHHS ~ JIUCTOHUM
(reHepanu3oBaHHON U cerMeHTapHoM). lleHTpomeananbHBIA —TalaMyc
paccMaTpuBaeTCs INPU PE3UCTEHTHBIX K MEIMKAMEHTO3HOMY JICYCHMIO
THUKOBBIX PacCTPOMCTBAX, TaKUX Kak cuHapoM Typerra. [Ipuiexaiunee aapo
ABJIIETCS BBIOOPOM NPU MEAMKAMEHTO3HO peppakTepHO AETPECCUH.

2. A. Jlemenmusa ¢ TenbliaMu JleBu XapakTepusyeTcs KoJIeOaHHSMU YpPOBHS
0OJpCTBOBAaHUSA M OJUTEIBLHOCTH, 3PUTEIBHBIMH  TaJUTIOLMHAIUSIMH,
YMEpPEHHbIMH TpU3HAKAMU TMapKUHCOHM3MAa W TOoTeper mamsatu. XoTs
OMOIICHSI TOJIOBHOTO MO3Ta SBJISICTCS €IMHCTBEHHBIM OKOHYATCIHHBIM
JUArHOCTUYCCKUM TECTOM i JeMeHmuu ¢ Tteablamu JleBu, IIOT-
CKaHUPOBaHUE C (PTOPJIC30KCUTITIOKO30M MOXET J1aTh Ba)KHbIE MOJICKA3KH,
BKJIIOYAsT  XApAaKTEPHBIA  TUMOMETA0O0MM3M B  3aTBUIOYHBIX  JIOJISIX.
['mmomeTabo013M B BUCOYHBIX U TEMEHHBIX JIOJISIX MOKET HAOII0aThCs PU
JeMeHIMU ¢ TeabliaMu JleBu m Oone3Hn AjblireliMepa, HO Tpu OOJIC3HH
AunbireiiMepa OOBIYHO HE MOpaxaroTCs 3aThUIOYHBIC JIOJIH.
['mmomerabonmm3M TEpeIHUX BHCOYHBIX JOJEeH U JIOOHBIX  JOJICH
HaOMoaeTcss Tpu JOOHO-BUCOYHOW — JeMeHIMU. [ urmomMeraboiausm
10JIOCATOTO TeJia OOBIYHO HAOMIOAaeTCs Py 00JIe3HH XaHTHHTTOHA.

3. A. Tayomartuum BKJIIOYAIOT OOJE3Hb AJBIreiiMepa, MPOTPECCUPYIOMINN
HaIBSAACPHBIN MMapaind, JTOOHO-BUCOYHYIO JEMEHITNI0 U KOPTUKOOA3aIbHYIO
aereHepanuio. Anbha-CHHYKISHHOMATHN BKIIFOUaloT 00Je3Hb [lapkuHCoHa,
JEMEHITNIO ¢ TeabllaMu JICBH U MyJIbTUCHCTEMHYIO aTpOHIO.
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IIpakTnyeckoe 3aganue NeS:

1. Kakas u3 CIeayonmx CTPyKTYp OXBaThIBAET M0JI0CATOE TEJO?
a) XBocTaroe s/1po, CKOpJIyIa
b) Ckopiyna, 6J1eHbIH 11ap
C) Tamamyc, COCLIEBUIHBIC Telia
d) Kpacuoe sapo, siapo HUXKHEH OJIUBBI
e) BenrpanbHOe 3ajHENATEpAIbHOE TATAMHYECKOE SAPO, MEIUATbHBIN
My4YO0K

2. 63-meTHsS JKEHITMHA B TEYCHHUE TMOCIEIHETO rojia YacTo mangaina. Kaxgomy
MaJICHUIO TIPEAMICCTBYET TOJIOBOKPYKEHUE TPU CTOSTHUM M XO01b0e. Y Hee
OBLIIO HECKOJIBKO AMH30/10B 00MOpPOKa, HE CBSI3aHHOTO C MATOJIOTUEH cepAlla,
U emie OoJibllle AMU3010B TipenoomMopoka. [Ipu ocMoTpe y Hee TUIoMHUMUS,
3aMKaloIasiAcs peyb, TUMO(POHUS U CMEIIAHHBIA TPEMOp B IMOKOE U MPHU
JIBWKEHUU B 00enx pykax. Cuiia B KOHEYHOCTSIX B HOpME, HO HOTU OJIe/THbIe
u3-3a JIeTKoro nepudepuyeckoro oreka. Kakoil u3 mepeyucieHHbIX HUXKE
JIMArHO3 SIBJISIETCS. HanboJiee BEPOSITHBIM?

a) Jlermaparaius

b) Cunmpom nmoctypanbHO# oprocTatnueckoit Taxukapauu (ITOTC)
¢) Cunmpom Jlambepra-UToHa

d) Mynbrucucremuas arpodus

e) AMHIONI03

3. 82-metHsAsa xeHNMHA ¢ OoJyie3HbIO [lapkMHCOHA TpHIITIAa BMECTE CO CBOUM
MY>KE€M, KOTOPBI OTMEYaeT y CYNPYrd SPKUE CHOBHJICHUS, JIBWKCHHUS
HOTAaMU W JaXe KPUKH 10 HOoYaM, HO TaIMeHTKa HUYEro 00 3TOM He
MOMHHUT. DTO JIOCTATOYHO AUCKOM(OPTHO, MOITOMY MYXK CITHT B COCEIHEU
komMHaTe. Kakoe W3 HIKENEpEeYUCIICHHBIX METOJIOB JICUCHHS SIBIISICTCS
HamOoJee MOAXOASIIUM?

a) Yoexuenue

b) Amurpuntunnx

¢) 3oamumem

d) Knonaszenam

e) Tpurekcudenumamn
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OTBeTbI HA ITANBI NPAKTHYECKOI0 3a4aHus NeS:

1. A. Ilonocaroe Teno COCTOMT M3 XBOCTATOrO SiApa U CKOPIYIbI, KOTOpPbHIE
AMOPHUOJIOTUYECKU TECHO CBsi3aHbl. DU3MUECKU XBOCTATOE SAPO U CKOPIIyNa
OTJIeJICHbl BHYTPEHHEH KarcyJoi, XOTS KJIETOYHbIE EePEMBIYKUA COCIUHSIOT
JIBE€ CTPYKTYPHI U MPUIAIOT UM TIOJIOCAThIA BU, UTO U MPUBEIO K HA3BAHUIO
cTpykTyphl. IlosmocaToe Teno sBISETCS LEHTPOM IOYTH BCEX BXOJOB B
0azanbHbie sapa. Ckopayna u ONEAHBIN IIap BMECT€ H3BECTHBI Kak
yeueBUICOOpa3Hble WJIM JMH30BHUIHBIE sjpa. Tamamyc (B YacTHOCTH,
MepeHee TAIAMHYECKOE SIp0) M MaMMUJUISIPHBIE (COCLIEBUIHBIE) Tela
SABJISIIOTCS AByMs kKommnoHeHTamu 1ienu [lamesa (Papez), Baxkueiei cetu
mwis QopmupoBaHus mnamsATH. KpacHble sipa U HUXKHEE SAPO OJUBBI
ABJISIIOTCS IByMSI M3 TPEX KOMIIOHEHTOB TpEyrojpHUKa | miteHa-Mortape
(Tpetuii - 3y04aThlil), KOTOPBINA SIBJISIETCA Ba)KHOU LIETIbIO OOPATHOW CBS3U
JUTST MOYJISIIIUU JIBUTATEIbHOW aKTUBHOCTU CIIMHHOTO Mo3ra. Kpome toro,
IOpPEJICTaBIsSIET HHTEpPEC TO, YTO MOpaXXeHHe B TpeyroybHuke [uilena-
Mosnape OJHO3HAYHO BbI3bIBACT HEOHBI  MHOKJIOHYC, OJHO U3
€AVMHCTBEHHBIX JBUIATEJIBHBIX PACCTPOMCTB, KOTOPOE HE MCUE3AET BO CHE.
BenTtpansHoe 3aiHenaTepaibHOE TaJaAMUYECKOE PO U METUATIBHBINA MTy4OK
ABIIIIOTCS JIByMSI KOMIIOHEHTaMH CEHCOPHBIX CHCTEM CIMHHOIO MO3ra,
KOTOpbIE NIEPENAOT BUOPALIUIO U OLTYILEHUE MTOJIOKEHUS CyCTaBa.

2. D. MynbtucuctemHas  arpodust —  3TO  anb(a-CHUHYKICHHOBOE
HeWpoJlereHepaTUBHOE 3a00JeBaHre, KOTOPOE OOBIYHO MPOSIBISETCS Ha
IIECTOM JIECATHIIETUU C BBIPAXKEHHOW BEreTaTUBHON JUC(YHKIMEH, KoTopas
MOXET BKJIIOYaTh OPTOCTATUYECKYIO THUIOTEH3UIO, HEAEPKAHUE MOYH,
NO3bIBBI K MOYEHCIYCKaHUIO, SPEKTWIbHYI JUCHYHKIUIO, CHUXKEHHE
norootaeneHus W 3anop. Kpome Toro, y mnamnuMeHToB HaOIogaercs
NApKUHCOHU3M, MO3XKEUYKOBbIE HapylI€HUs WIM W TO, W Jpyroe.
[TapkMHCOHM3M  4acTO  HETUIIMYEH, IIOCKOJIBKY OH  IPOSIBISETCS
JBYCTOPOHHUM KMHETHYECKUM TPEMOPOM M TPEMOPOM MOKOS (B OTIINYUE OT
OJIHOCTOPOHHET0 Hayalla ¢ TPEMOPOM IOKOsI ITPU UAMONATHYECKON 00Jie3HU
[TapkuHCcoHA). Mo3xKeuKoBbIE CUMIITOMBI MOTYT BKJIFOYATh
TUIIEPMETPUYECKUE CAKKAJbl, MPEBBIIIEHUE CKOPOCTH IIPU CIECIOBAHHUU
najgbllaMHl, AaTAKCUYECKYH) JU3APTPUIO, AaATAKCHIO TIOXOJAKH, HHCTarM,
TOJIOBOKPYKEHHE U JUCMETpUro. [lpyrue comyTcTByrOmMe MNpPU3HAKU
BKJIIFOYAIOT CTPUAOP HA BJOXE, LEHTPAJIbHOE amHO? BO CHE U
TUIEPIUTMEHTALUI0 TUCTAIbHBIX OTAEI0B HOor. Kak mpaBuio, HeT HUKaKon
ceMelHOi uctopuu. Buzyanuzanus oOHapyXMBaeT MPHU3HAK “OyJIOYKH C
rOpsiYUM KpecToM™ U3-3a JereHepaluy MOHTOIepeOeIUIipHbIX BOJIOKOH. Ha
T2-B3BelICHHBIX H300paXKEHUAX TaKKEe MOXKET HAOJI0JAThCs YCUIICHHE
CUTHAaJIa JIaTepaJIbHO K CKOPJIYIIe, a TakKe aTpodusi MOCTa U/UITH MO3KEUKA.
MosHo ObIJI0 OBl PacCCMOTPETHh BO3MOXKHOCTH MPUMEHEHUS JIEBOJOMBI, HO,
KaK MpaBWjO, MAallMeHT He pearupyer Ha aodamuH. OCHOBOM Tepamuu
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ABIIIETCS ~ YCTPAHEHHWE  BEreTaTUBHOM  AUCPYHKIMH C  TOMOIIBIO
(G1yIpOKOpPTU30HA, MUJOIPUHA WM JAPOKCUIOMNBI. Y YUTHIBAsI OCOOEHHOCTU
NapKUHCOHU3MA TIPU OCMOTpPE M 3aJepkKKy OOMOpOKa, 00€3BOKHMBaHHE
ropaszio MeHee BEpPOSITHO, MOCKOIbKY OHO OOBIYHO MPOSIBISIETCS OPTOCTA30M
cpazy mnocne BcraBanus. [IOTC He uMeeT NpU3HAKOB MAPKHUHCOHHU3MA,
OOBIYHO aCCOLIMHUPYETCS € TOJAPOCTKAMHU M MOJOJBIMH JIOJbMU H
COMPOBOXK/IAETCSI OPTOCTATUYECKOM TaxuKapauen 0osee yeM Ha 30 yaapoB B
MUHYTY TIpU OTCYTCTBHUHM OpTOCTATHYECKOW TuUnoTeH3uu. CHHIPOM
JlamGepra-UToHa - »9TO TapaHEOIIACTUYECKUH  CHUHAPOM, OOBIYHO
CBSI3aHHBII C MEJKOKJIETOYHBIM pAaKOM JIETKUX, CONPOBOXAAIOIIUNACS
caboCTbI0 U BEreTaTUBHOM  nuchyHKUMEH. AMMIOHI03  OOBIYHO
acconuupyercss ¢ TnepudepuuecKkoil HEBpONaTHEe MENTKUX BOJIOKOH,
BEreTaTUBHON IUCPYHKIHMEH M JaXe MYJIbTHOPTaHHBIM TOpPaXCHHEM B
pe3ysbTaTe OTJOXKEHUS aMWJIOMJA, HO NAapKUHCOHU3M HE SBISETCS
TUTIAYHBIM MPU3HAKOM.

D. PaccrporictBo mnoBeaeHust B ¢aze Obictporo cHa (PIIBC) Bxitouaer
MOTEPIO TUIIOTOHUH XapaKTEPHOMU JIJIsi TaHHOM (pa3bl, 4YTO MPUBOIUT K TOMY,
YTO MAIlMEHTHI Pa3bIrPbIBAIOT CHBI, YTO MOKET IMPUBECTU K TPABME MallUEHTA
WIM TapTHepa TMalMeHTa MO0 TMOCTeNd. OTO HaOmoAaeTcss MpH
HEUpOJEreHEPATUBHBIX COCTOSIHUSAX, TaKUX Kak OoJsie3Hb [lapkuHCOHA, HO
TaKk)ke HaOJIOMAEeTCs MPU MYJIbTUCUCTEMHOMN aTpoduu, MPOrpecCUpyronem
HaJIbSJACPHOM Mapainye, KOPTUKOOA3aJbHOM JereHepauudd U O0Je3HU
Anbureitmepa. PIIBC MoxeT ObITh BbI3BaH JIEKApCTBAMH, BKJIHOYAs
CEJIaTUBHBICE CHOTBOPHBIE CPEACTBA, TPUIMKIMYECKHE aAHTUICHPECCAHTHI
WM aHTUXOJWHEpPrudyeckue cpeAcTBa. KioHazemam sBIsSeTCS mpenapaTom
MepBOM JIMHMM U JOJDKEH mpuMeHsThes, korma PIIBC craHoButcs
pa3apakarouIuM JJisl MapTHEpPa MO MOCTENM WM OMACHBIM ISl nanueHTa. B
ATOM CJIydae camo 1o cede yoekaeHne HeyMEeCTHO.
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IIpakTH4yeckoe 3axanmne Ne6:

1. TlopakeHue CyOTATaMHUECKOTO SI/Ipa, CKOpee BCEro, BHI30OBET:
a) I'emubanmu3m
b) ITapkuHCOHU3M
C) DcceHIMaIbHBIN TPEMOp
d) BoseBoii cunapom
e) Ilapanuu BEpTHUKAIBHOTO B30pa

2. 70-neTHU# MyXunHa B TeueHUe | roma yacTo maaan, OOIBIIMHCTBO MMaIeHUN
MPUBOAWIN K TpaBMaM. XOTS OH OTPHUIIAET TPEMOpP, OH OTMedYaeT OoJiee
MIAPKAIOITYI0 MTOXOKY, TUMO()OHUIO ¥ AUTUIONHUIO MPU CITYCKE TI0 JICCTHUIIE.
Ero sxeHa cooOmaeT, 9To OH 9acTO AaBUTCS BO BpeMs eapl. [Ipu ocmotpe y
HEro cjerka IepepacTsHyTa Ies C 3aMeJICHHEM BEPTHKAJIbHBIX CakKKas,
OTPAaHUYCHHBIM BEPTHUKAIBHBIM B3TJIS0OM W OTCYTCTBUEM KOHBEPIEHIIMH.
OrpanuyeHrue BEPTUKAIBHOTO B30pa IMPEOJIOJICBACTCS C  IOMOIIBIO
okynonedanpHoro ManeBpa. Habmomaercss cokpaiieHue JTOOHOM MBIIIIBI ¢
HEKOTOPBIM 3aTPyAHEHHWEM TPH OTKPBITMM TJla3. PurugHocTs Oolee
BBIp@KEHA B OCEBOM MYCKYyJaType, YeM B BEpPXHHMX KoHe4HocTsX. [Ipu
MIOBOPOTE IMPOUCXOJUT BpAIICHUE TIOXOAKH, 32 KOTOPBIM CJEIyeT
petporynbensi. Kako W3 TMEpPEUYMCICHHBIX HWXKE JAUArHO3 SIBIISETCS
Han0oJIee BEPOSTHBIM Y TAHHOTO MMaIueHTa?

a) Mynbstucuctemnas arpodus (MCA)

b) Hopmoten3uBHast rugporedans

¢) Iporpeccupyromuii Haabsiaepublil mapamuy (ITHIT)
d) Wnonomarnyeckas Oone3Hs [lapkuHCcOHA

e) KoprukobazanpHas gercHepanus
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OTBeThbI HA 3TaNbl NPAKTHYECKOT0 3a1aHus Ne6:

1. A. Temubamiu3M  KIaCCUUECKM  aCCOLUUPYETCS C  IOpPaKEHHEM
cyOTasiaMmpueckoro sapa. llapkMHCOHM3M MOXET OBITh CBSI3aH C
UCTOLIEHHEM JIo(paMUHa U3 YepHOU cyOcTaHUuu. JIedeHre MOXKET BKIKOYATh
B ce0s JeKapcTBa, NOBBILIAIOIINE YPOBEHb JO0(paMUHA B FOJOBHOM MO3TE,
WIN NTyOOKYI0 CTUMYJISLIMIO MO3Ta: BHYTPEHHETO CETMEHTa OJIEAHOTO Liapa
WM BEHTPAIbHBIX IPOMEXKYTOUHBIX SAEp TajlaMyca. ODCCEHLHAIbHBIN
TPEMODP SIBJIIETCS HACJICACTBEHHBIM 3a00JIEBAaHUEM, a HE CIEICTBHEM
CHEIU(PUIECKOTO TMOpPAXEHHUs, XOTS TIIyO0oKas CTHUMYJSIUS MO3Tra
BEHTPAJIBHOTO IMPOMEKYTOYHOTO SIAPA MOXKET JIEUUTh OTO COCTOSIHME.
[lopaxenus: Talamyca MOTYT BBI3BIBAaTh OOJIEBOM CHHIPOM, TaKOM Kak
cugpom Jlexepuna-Pyccn; 3TO  HE  OTHOCUTCA K MOPaXEHUSAM
runortanamyca. CiabocTb MOKET BO3HUKHYTh B Pe3yJbTaTe MOBPEKICHMUS
Pa3IMYHBIX JOKaJIU3alui, 0COOEHHO KOPTUKOCIIMHAIBHOTO TPAKTAa.

2. C. IIHII - sTo Taymatusi, KOTOpas XapakTepU3yeTcsl TSHXKEJIOU MOCTypalbHON
HEYCTOWYMBOCTBIO HA PAHHUX CTAJIUSX, YACThIMHU MAJCHUSIMHU, HAPYLICHUEM
BEPTUKAJIBHOIO B30pa W CUMMETPUYHBIM ITAPKMHCOHU3MOM, KOTOPBIH
oObluHO He pearupyer Ha jeojomy. I[IHII moxer ObITh cBs3aH cC
PETPOKOJIUCOM IIE€H, alpakCHe OTKPBITUA BEK, IICEBI00YIbOapHBIM
CUHIpOMOM U aAuchyHKIMEH J0OHBIX joyied. Busyanuzaius 0OBIYHO
MOKa3bIBaeT aTpo(UI0 CPEIHEro Mo3ra B CAruTTaIbHOM pa3pe3e (3HaK
konuOpu). ITHII ornmuaercs or uamonatuyeckoil Oone3nu IlapkuHcoHa
paHHEN MOCTYypaJIbHON HEYCTOMYMBOCTHIO. B TaHHOM cCilyyae HET HUKAKUX
MPU3HAKOB BEre€TaTUBHON AUCHYHKUMU, KOTOpbIe yKa3biBaiu Obl Ha MCA.
HopmotensuBHas rtuapouedanuss OOBIYHO XapaKTepHU3yeTcsl amnpakcHhei
IIOXOJKH, a HE AaHOMAJIMSAMHU BEPTUKAJIBbHOIO [JBWXKEHHUS TIJla3, Kak
HaOmogaeTcst y 3Toro nauueHTta. KoprtukoOaszanbHasi jereHepanus HUMeEeT
HekoTopoe cxonctBo ¢ [THII, Ho oObr4HO acconuupyercsi ¢ OJHOCTOPOHHEH
JTUCTOHMYECKOW TO030M, CHHIPOMOM «UyXOi» pyKu (KOHEYHOCTH),
MHUOKJIOHYCOM M aHOMAJIMSIMH KOpBI, TaKUMH Kak arpadecTe3usi WiH
aTpodus momymapui.
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