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U NAPKWUHCOHUYECKMUE CUHAPOMDI
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Pesrome. Jlekyus nocesujena 00HOMY U3 mMpyoOHOKYpabeabHbiX 3a601e6aHULl HEPEHOL cucmembl — 004e3HU
Tlapkuncona u ee perokonusm. B aexyuu paccmampusaemes akmyaibHOCMb HPOOAEMbl, KOMOPAsL UCXOOUM U3
8bICOKOU UHgarudu3ayuu 60avHbix. Ha ocnoge mupogoil aumepamypol U MHOUX UCCA008AHUT ABMOPbL U3NAAIOM
ocobennocmu Kaunuku 6oae3nu I[lapkuncona u npugodsam ee muyamensuyro ougpepeHyuarbHyro OUuaeHoOCMuKYy.

Karouegnie caosa: 6ose3nv [lapkuncona, npoepeccupyrowuii Hadss0epHulil NAPAIU4, cCUCmemMHas ampoqus,
demenyus ¢ meavyamu Jlesu, KopmukobazanrvHas deeeHepayusi, cOCYyOUCMblLL NAPKUHCOHUSM.

Bonesus IMapkuncona (BI1) — mporpeccupyioiiee
WHBaJUAU3UPYIOIee HEBPOJOTUUYECKOe 3abojieBaHMeE,
BO3HMKAIOIIEe B pe3yJibTaTe JereHepaTUBHBIX U3MEHEHUI
B JOTTaMMHEPTMYECKUX HEpOHax. DTO JOBOJBHO pacpo-
cTpaHeHHOe 3aboJieBaHe pa3BuBaeTcs B cpenHeM y 100—329
yesoBeK Ha 100 ThicsSu HaceJleHUsI U KJIMHUYECKH XapakK-
TEPU3YETCS YeThIPbMSI TNIABHBIMM MPU3HAKAMU: TPEMOPOM
MoKosI, OpaguKuHe3neil, pUrMIHOCTbIO U MOCTYPaJTbHOMI
HEYCTOMUYMBOCTBIO, a TAKXKE HAJTMYMEM IIIMPOKOTO CIIeKTpa
JPYTHX ABUTATETbHBIX U HEIBUTATEILHBIX IMposiBieHmit. He-
CMOTpS Ha TO, 4TO Oosie3Hb [1apkuHCcoHa SIBJIsIETCS pacpo-
CTpaHEHHBIM 3a00JIeBaHUEM, YCTAHOBJICHNE KIMHUYECKOTO
NIMarHO3a HEPENIKO SIBJISIETCS 3aTPYAHUTEJIbHBIM, OCOOEHHO
Ha ee paHHUX CTausIX.

KonnuecTBo 3aperucTpupoBaHHbBIX CllydyaeB 00JIE3HU
IMapkuHcoHa B ctpaHax EBpomneiickoro Coto3a cocrapiisieT
ot 112 caygae Ha 100 000 racenenus B [lBernu no 229,3
ciydast B Utamun. B A3un 601e3ub [1apkuHcoHa BeTpeya-
ercs ¢ yactotoii ot 118 (SImonwust) no 374 ciayvaes (FOxHast
Kopest) na 100 000 nHacenenusi, B CIIIA u Kanane 3ape-
ructpupoBaHo ot 125 mo 329 crpamatomux BIT #a 100 000
HacesneHusi. B ctpanax Adpuku 3apeructpupoBaHo ot 7
(Dduonus) no 43 (Tynuc) crpanaromux BIT wa 100 000
HaceJeHUs.

Hwuskoe unciio 3aperncTpupoBaHHBIX CITydaeB O0JIe3HU
IMapkuHcoHa Ha TeppuTopuu YKpauHbl (61,4 cirydas Ha
100 000 HaceneHuUs) IO CPAaBHEHMIO C BMUIAEMUOIOTH -
YeCKMMU JaHHBIMM O 6ose3Hu [lapkuHCOHa B cTpaHax

EBpomneiickoro Coro3a, CeBepHoii AMepuku, A3 u AB-
CTpaJINU MOXKET OBITh CBSI3aHO C TUIIOJUArHOCTUKOMN 3TOTO
3abosneBaHus. CyliecTBeHHbIE pa3nuus B KOJIUUYECTBE
3aperucTpupoOBaHHbIX ciydyaeB Oosie3Hu [lapknHcoHa B
pasTMIHBIX pernoHax YkpauHsl (o1 30,5 1o 121,6 cirydast Ha
100 000 HaceneHus1) MOATBEPXKIAAIOT 3TO MPEATIONIOXKEHUE.
K coxanenuto, B YKpanHe OTCYTCTBYIOT CTaTUCTUYECKHUE
JIAHHBIE O PACIIPOCTPAHEHHOCTH APYIMX dKCTpAITUpaMUI-
HbIx 3a001eBanuii (Tpydanos E.A., 2013).

Ot 6one3nu [lapkuHcoHa ciaenyeT OTAMYaTh CUH-
IPOMBI TapKWHCOHM3Ma (MapKUHCOHU3M-TIIIOC):
MYJIBTUCUCTEMHYIO aTpOd U0, MPOTPECCUPYIOTIH A
HaIbsIAEPHBIN TTapajnd, JeMeHIIMIo0 ¢ TeJabllaMu JleBu,
KOPTUKOOa3albHYIO NeTeHepalluio, COCYIUCTHIN map-
KMHCOHU3M, MapraHIeBbI MTapKUHCOHU3M U JIpyTrue
MHTOKCUKAIIMOHHBIE POPMBI, KOTOPBIE OTINYAIOTCS Ha-
JINYMEM TOTOJHUTENbHBIX TPU3HAKOB, 60J1ee OBICTPBIM
MPOTPeCcCUpPOBaHNEM U HU3KOM 3 (HEKTUBHOCTBIO UK
OTCYTCTBHEM 3P heKTa OT MPOTUBOMAPKUHCOHUIECKUX
npemnapatoB (Tabma. 1).

Anpec 11 mepenyucKy ¢ aBTOpamu:

EBtymienko CranucinaB KoHcTaHTUHOBUY

83003, r. loHenk, rip. Unbnua, 16, JonHMY um. M. Topbkoro,
Kadenpa neTckoii u obieii Heposornu PUIO

E-mail: centerdcp@gmail.com

© Eprymenko C.K., lonosuenko F0.U., Tpydanos E.A., 2014
© «MexnyHaponHbIil HEBPOJIOTUUECKUIA XKypHal», 2014
© 3acnasckuii A.1O., 2014

16 MeKayHapOoaAHbIA HEBPOIOTHYECKHH 2KypHa,

ISSN 2224-0713 N° 4(66), 2014



NJ)

OpHruHaabHble HccaegoBaHud /Original Researches/

Tabnuua 1. KnuHnyeckue gnarHo3ssl
10 153 nauneHTOB, 0OPATUBLLUNXCS IO MOBOAY
napkuHcoHu3ma B Baylor College of Medicine
c 1988 no 2013 r. (USA)

KnuHuyeckun pnarHos Iﬁ;"u'ﬁgﬁ_?:
BonesHb MNapknHCcoHa 7467
CocyaucTbii NApKMHCOHMU3M 816

(11,5 %)
Mporpeccupytowmii HagbaaepHbIi 616
napanuy
MHoXecTBeHHas cucteMmHas atpopus 562
HemeHumsa ¢ Tenbuamu Jlesn 332
Jpyrve cny4an napkMHCOHN3Ma 314
JlekapCTBEHHO-MHAYLIMPOBAHHbIN Nap- 282
KVHCOHU3M
KopTtukobasanbHas gereHepaums 224
femMrnapkMHCOHM3M 85
[MocTaHuedann4yecknii NapKUHCOHN3M 22
OTpaBneHune yrapHbiM ra3om 9
OTpasneHne mMapraHuem 9
Onyxosib rofIoBHOrO MO3ra 6
CewmeliHas kanbundurkaumsa 6asanbHbiX 5
raHrnves

HuarHoctuky 6oe3Hu [lapkuHcoHa ¥ MTApKUHCOHUIECKIX
CUHIPOMOB CYIIIECTBEHHO Y/Ty4IIIaeT MCTIOIB30BAHME CTIeLIATb-
HBIX KpUTEPUEB MOCTAHOBKY IMArHO3a MPY 3THX 3a00JIeBaHUSIX.

W Bce ke 30JI0TBIM CTaHIAPTOM MTOCTAHOBKM JMarHO3a
MPY 3KU3HU OOJIBHOTO SIBJISIETCS KIIMHUYecKuii Mmetom. Komm-
HUYECKOe 00C/Ieq0BaHNe U JIMTEIbHOE HAOIIONCHNE SIBIISI-
JOTCSI HAWUTYIIIM METOIOM JIJIS TIOATBEPKIEHYS IMarHo3a B
TeueHMe Bceil XK1u3HM 001bHOTO0. JlanpHeiie ncciae1oBaHus
HEOOXOIUMBI IS YITyqIIIeHUsT AMarHOCTUIEeCKOM TOYHOCTH 1
MPOTHO3UPOBAHNS TTPOTPECCUPOBAHMS 3a00JIeBAHUSI.

Ieab naHHON JEKIMKU — MPENCTABUTh COBPEMEHHBIE
JIaHHbBIE 0 TMarHocTuke 6oje3Hu [lapkuHcoHa 1 ero (peHo-
KOITUIA Y OCBETUTH HanboJiee 3HaUYMMbIe CIIOCOOBI Teparuu
JTAHHBIX 3200JIEBaHUA.

Matepuaa n MeToAbl

[Ipu HanucaHUM JEKLUU MCIIOJb30BAIUCH PEeCyp-
col PubMed (1990—2013 rr.) u UpToDate (2012 1), a
TakKe MaTepMalibl COOCTBEHHBIX MHOTOJIETHUX HabJI0-
JICHUA.

Pe3yAbTaTbl U UX OOGCYXAEHUE
boAesHb [TapKMHCOHA

bonesns [lapkuHcoHa — mepBoOe ONMMCAaHHOE U Hau-
Oojee M3ydyeHHOe 3a0ojieBaHUE IKCTpanmupaMUIHOK
cucteMbl. HecMOTpsl Ha JOCTUTHYTBIE YCTIEXW B MEIM-
KaMEHTO3HOM W XMPYPTrMYeCKOM JieueHUU, 00Ie3Hb
[TapkuHCOHA OCTaeTCs HEYKJIOHHO MPOTrPeCcCUpyIonuM
1, B KOHEYHOM cYeTe, 3HAUYUTEeJIbHO UHBAIUIUZUPYIO-
UM 3200J1€BAHUEM.

B 1997 rony Obu1a oOHapyXeHa 3aBUCMMOCTb MEXIY
HacJeICTBEHHBIMU ayTOCOMHO-TOMUHAHTHBIMU (hOpMaMK
6osie3nu [lapkuHCcoHA 1 o.-CMHYKJIEMHOBOI re HETUYECKOM
mytanueii. C Tex mop Oblja ycTaHOBJIeHa B3aUMOCBSI3b ABYX
JIECSITKOB pa3IMYHbIX TeHOB (Tab1. 2) ¢ HACAeACTBEHHbIMU
dopmamu 6osie3Hr [lapkrHCOHA U MOBBIILIEHHBIM PUCKOM
pa3BUTHUS 3TOro 3a00JIeBaHUSI.

HacnencTBeHHbIN aHAMHe3 MPOCIEXKUBAETCS TIPU-
6ausuTesibHO B 15—20 % caydyaeB Gosie3Hu IlapkuHCcoHa,
M B HAcTosIlee BpeMsl CUMTAeTCs, UTO MoJaBislollee
OOJIBLIMHCTBO ciyvyaeB O0osie3HM [lapkuHCOHA SBSIOTCS
uauonaruyeckumu. [1pu HacaencTBeHHbIX (hopMax 00JIe3HU
INapkuHCcoHa, KaK MpaBuio, OTMeYaloT 00Jiee paHHUI BO3-
pacT HayaJia 3a00JIeBaHUsI.

Tabnuya 2. leHbl, accoLnUpPOBaHHbIE C HaCJIe4CTBEeHHbIMU popMamu

60os1e3Hu MapknHcoHa
HassaHune Jlokyc len Tun HacnepoBaHus

PARK1/PARK4 4921 SNCA AyTOCOMHO-A0OMMVHAHTHbIN
PARK?2 6025.2-g27 PARK AyTOCOMHO-pPELLECCUBHbIN
PARK3 2p13 HewnsBecTHbIN AyTOCOMHO-O0MUHAHTHbIN
PARKS 4p14 UCH-L1 AyTOCOMHO-A0OMUHAHTHbIN
PARKG6 1p35-36 PINK1 AyTOCOMHO-PELLECCUBHbIN
PARK7 1p36 DJ-1 AyTOCOMHO-peLLECCUBHbIN
PARK8 12912 LRRK2 AyTOCOMHO-A0MUHAHTHbIN
PARK9 1p36 ATP13A2 AyTOCOMHO-pPELLECCUBHbIN
PARK10 1p32 HensBecTHbIN HescHbIln

PARK11 2q36-37 GIGYF2 AyTOCOMHO-A0MMWHAHTHbIN
PARK12 Xg21-925 HensBecTHbIN X-cuenneHHbIn
PARK13 2p12 OMI/HTRA2 AyTOCOMHO-O0MMUHAHTHbIN
PARK14 22q13.1 PLA2G6 AyTOCOMHO-pPELLECCUBHbIN
PARK 15 22q11.2-qgter FBXO7 AyTOCOMHO-PELLECCHBHbIN
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Knunanyeckue nposiBiieHus. CpeHMii BO3pacT Havaia
6ose3nn [TapkMHCOHA cOCTaBIsIeT 0K0I0 60 JIET, TPU 3TOM
10 5 % ciayuyaeB 0osie3Hu [TapKMHCOHA HAYMHAIOTCS B BO3-
pacre 110 40 nert.

CoBpeMeHHbIE MCCIIeI0BaHUS MTOoKa3ajlu, YTO Tpe-
KJIMHUYEeCKUI nepuon 6oje3Hu IlapkuHcoHa B cpemHeM
COCTaBJISIeT OT MSATHU 10 ABAALATH JieT. CunTaeTcs, 4yTo rnpe-
KJIMHUYeCKU nepuon 60ose3Hu [lapkrHcoHa HauMHAETCs
C TIOpaXeHUsI 0OOHSTENbHBIX JTYKOBULL, EPEAHUX OOOHSI -
TEJIbHBIX SIIEP U JOPCATIBHOTIO siApa OJIyXKAaoLIEero HepBa.

K npenectHukam 6osie3Hu [lapkuHCOHA OTHOCSTCS
OecnprUMHHOE yXyAlIeHue OOOHSHUS, IPKUE U XKUBbIE
CHOBUECHUS, IETIPECCUS 1 3aMIOphbl. BrlllienepeurcieHHble
CUMIITOMbBI MOTYT BO3HUKATb 32 MHOT'O JIET 10 IBUTATEIbHBIX
nposiBieHnit 6one3Hu [TapkuHcoHa. DTU HenBUTATEIbHbIE
nposiBieHus1 6oae3Hu [lapkuHcoHa B OyayiiieM MOTYT I10-
MOYb AUArHOCTUPOBATh 3a00JIeBaHKME HA €ro MPEeMOTOPHOM
CTaauM, YTO OKaXeT MOMOIIb B PAHHEM MCIOJb30BAaHUU
pa3paboTaHHBIX JIEKAPCTBEHHBIX IpenapaToB, CIIOCOOHBIX
MOAM@UILIMPOBATh TeYeHUE 3001 BaHUSI.

Ilepeonauaavnvie momopnwvie cumnmomot 60ae3nu Ilap-
KUHCOHa OObIYHO HAUMHAIOTCS Ha OJHOW CTOPOHE Tejla U
MOSIBJISIIOTCSI HA IPYTOil €ro CTOPOHE TOJbKO yepe3 2—5
JIeT 3a00sieBaHUs. ACHMMETPUYHOE HAYasI0 JBUTATEIbHBIX
CUMIITOMOB SBJISIETCSI OAHUM U3 CaMbIX HAJEXHBIX THa-
THOCTUYECKUX (DaKTOPOB KaK CIOpaanyecKuX, Tak U Ha-
CJIeICTBEHHBIX (hopM 6ose3Hu [lapkuHCoOHa.

M Bce e OCHOBHBIM KJIMHUYECKUM IMPOSBICHUEM
0one3nu [lapkuHcoHa sBisieTcss OpaquKUHE3Us, Mpe-
cTapJisionias coooii 3aMeIJIEHHOCTb JBUXKEHU I BCIIEICTBUE
3aTpyAHEHUS UX IIJTAHUPOBAHUS, UHULIMUPOBAHMS U BBITION-
HeHus1. Ha HauanbHBIX cTanusx 3a00ieBaHNs OpaluKUHE3Us
0oJiee 3aMeTHA TIPU BBIMOJHEHUU MEJIKUX ABUKEHUH, YTO
B [IEPBYIO OYepeb BbI3bIBAET 3aTPYIHEHUS MIPU OJCBAHUU,
e/ie, BbIITOJJHEHUU TMTMEHUYECKUX MPOLeNAyp U MUChME.
OTMeuaeTcsl CHIKEHUE aMIUTATYAbl MasiTHUKOOOPAa3HOTo
NBUXXEHUS pyK Npu xoneoe. [1o Mepe nmporpeccupoBaHust
3a00JIeBaHUsI TIPUCOCIUHSIOTCSI U HApacTaloT Apyrue mpo-
SIBJICHUSI OpaauK1He3uu (MeyIeHHAs X01b0a, TUITOMUMMSI,
Opaauaanvs v Ip.).

K npyrum kiiaccuueckum nposiBiaeHusiM 6ose3Hu [Nap-
KMHCOHA OTHOCSTCSI TPEMOpP, PUTHUAHOCTD, TTOCTYpasibHas
HEYCTOMUMBOCTB, IlIapKarolas TOXoaKa, CrudaTeibHasi mo3a
M 3aCThIBAaHUS TIPU XOIH0E.

Tpemop. Tpemop mokost Habmomaetcst y 80 % crpamaro-
1mmx 6oje3Hbi0 [TapkrHCOHA, 1 OH OBIBAET €€ IepBOHAYATb-
HBIM IBUTATEbHBIM CUMITOMOM Yy 40 % GOJbHBIX.

s 6one3nn [TapkuHCOHA OOBIYHO XapaKTepeH acuM-
METPUYHBIN TPEMOP KUCTEN OMHOM WM 00erX PYK B TOKOE
10 TUITY «CYETa MOHET» UJIU «CKaThIBAHUSI MTUJTIOJIb» YaCcTO-
Toi 4—6 Ii1, vcye3aloUii P BBITIOJHEHUN IBVKEHUI
pykaMu. Takke MOXeT HaOJII01aThCsl TPEMOP HOT B TIOKOE,
TpeMop NMoA0OPOAKA U PEAKO — TpeMop rojossl. [1pu 60-
nie3Hu [TapkuHcoHa MHOTIA HAOJIIOIAETCS U TOCTYpaIbHBII
TPEMOP PYK, KOTOPbIi MOXKET HAUMHATHLCS 38 MHOTO JIET 10
JIPYTUX MPOSIBJICHU 3a00J1eBaHUs.

B Tex cayuasix, korga y 60JbHOTO BMECTe C MOCTY-
paJbHBIM TPEMOPOM HAGIIOAAIOTCS MUHUMAJbHbIE (MIJTU
COMHHUTEJIbHbBIE) TIPOSIBJICHUS OpaIuKUHE3Un, TUarHo3
6osie3nu [lapkuHCOHA MOXET BbI3bIBATh CEPbE3HbIE 3a-
TPYAHEHUS.

Momopnvie cumnmomvi 60ae3nu [lapkuncona B HaCTOsIIEE
BpeMsl PaCCMaTPUBAIOTCST B KAYECTBE BasKHBIX 3JIEMEHTOB B
KJIMHAYECKOM CITeKTpe 3a60eBaHust. MOTOpPHBIE CUMITTO-
MbI 60e3Hn [lapkuHCOHaA (Tak 3Ke, KaK W JIBUTATeJbHbIE
CHMIITOMBI) JOCTATOYHO YACTO BBI3BIBAIOT BBHIPAXKEHHYIO
WHBAJTUIN3ALMIO U CYIIIECTBEHHO CHUKAIOT KAUueCTBO SKU3HHU
60sbHBIX. K Hemomoproim cumnmomam 6oaesnu [lapkuncona
OTHOCSTCS pa3HOOOpa3HbIe TICUXUUYECKIE, BETeTaATUBHbIE,
YYBCTBUTEJIbHBIC U IpyrUe paccTpoiicTa. [1pu mocemeHnmn
HEBPOJIOTa HeJ[BUTaTeIbHbIe CUMIITOMBI HE BCETa pacio3-
HAIOTCS ¥ TOYHO TMarHOCTUPYIOTCSI.

Bce crpanatoinme 6ose3Hbio [TapkuHCOHA JOKHBI OBITH
ONPOIIEHBI Ha TIPeAMET HAJTUYKMSI MOTOPHBIX CUMIITOMOB,
TaK KakK JOCTYITHO CUMIITOMAaTHYECKOE JIeYeHe MHOTUX U3
3TUX CUMIITOMOB. BMecTe ¢ TeM HEKOTOpbIe M3 MOTOPHBIX
MPOSIBJICHU I MOTYT OBITh YaCThIO Off-1eprnonos, B CBSI3M ¢
YeM IMoJIe3Ha KOPPEKIYsl JOMaMIUHEPTUIeCKOM Teparmu.

PanHee pacrmo3HaBaHMe MOTOPHBIX MPOSIBICHU 60-
ne3nu [TapkuHCOHA M BBI3BAHHOW MMUW WHBATUIAM3ALNU
He TOJIbKO MMeeT BaskHOe 3HaUeHUe JUTs YITyIIIeHUsT PYHK-
LIMOHAJILHOTO COCTOSIHUST OOJIbHBIX, HO M CITOCOOCTBYET
pacIIMpeHUIo 3HAaHWI O TIPUPOJIe HEWpOoaeTeHepaTUBHOTO
npouecca npu 6ose3nu [apkuHcoHa.

B cBsI3M ¢ 3TUM Upe3BBIYAITHO BasKHO MCTIOJb30BaHME
KapThl CaMOYYBCTBUS Tpu 6oje3Hu [lapkuHCOHA —
Parkinson’s Well-Being Map (WBM), npenHa3zHaueHHOM
JUIST CAMOOLIEHKM CUMMTOMOB 3abosieBaHus. [Ipropurer
BHEIPEHUsI TaHHOW METOAUKU B YKpauHe MPUHAIJICKUT
npod. M.H. Kapabanb (2011-2013 rr).

K ncuxuueckum paccmpoiicmeam npu 6oneznu Ilapkun-
COHa OTHOCATCS KOTHUTUBHBIE HapyIleHUs, Opagudpe-
HUSI, OeTpecCcusi, araThsi, TpeBora, MoTepsi HHTEPECOB 1
WHULIMATUBBI, TTOBBIIIEHHAs] YTOMJISIEMOCTh, HAPYIICHUS
CHa, 3pUTeJIbHBIE Ta/UTIOLIMHALUM, Opea U ncuxo3bl. K Ha-
pylieHusM cHa ipu 6osie3Hu [TapkuHcoOHa — TMOBeAeHYe-
CKUe paccTpoiicTBa (pa3bl OBICTPOTO CHA, SIPKWE W KUBbIC
CHOBMICHUSI, Ype3MepHast THEBHAsI COHJIMBOCTb, alTHOD BO
CHe, CUHIPOM OECITOKOMHBIX HOT.

B otinuue ot Oone3Hu AunblireiiMepa, mpu KOTOPOU
HabJI0JaeTCsl KOPKOBasi IeMEHIMS, Y CTpalaioImx 60-
Jie3HbIo [TapkrHCcOHA OOBIMHO pa3BUBAETCS TTOJKOPKOBBII
THAT JeMeHIIUU. Psa MCcuXudecKux paccTpOMCTB MOXKET
pa3BUBAThCS KaK MMOOOUYHBIN 3(DGHEKT TOTTaMUHEPTUIECKIX
TperapartoB (B TIEPBYIO ouepeb arOHUCTOB AomaMuHa). K
MOGOYHBIM 3 deKTaM TOMaMUHEPTMUECKUX MPEernapaToB
MOHO OTHECTH Pa3IMUYHbIE PACCTPOMCTBA MMITYITLCHOTO
KOHTPOJISI: TeMOJIMHT, KOMITYJTbCUBHBIN IIOIMITUHT, TUTIeP-
CEKCYaJTbHOCTb.

CrerneHb KOTHUTUBHBIX HapylIeHUM Y CTpagalominx
607e3HbI0 [TapKUHCOHA KOppeaupyeT ¢ BO3pacToM Havajia
3ab6osieBaHus1. IMeeTcst mocToBepHast CBA3b MEXIY TTOKa3a-
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TeJIIMUA KOTHUTUBHBIX (DYHKIIUI U TSKECThIO HAPYIIEHU I
peydu, a TakkKe MOCTypaabHON YCTOMUMBOCTBIO.

YacThIMM MHBATMAU3UPYIOIIMMU OCTOXHEHUSIMU 60JTe3-
HU [TapKuHCOHA SIBIISTIOTCST BEreTaTUBHBIE HAPYIIEHUST, KO-
TOpbIE CYILIECTBEHHO BJIMSIIOT HA KQUeCTBO XU3HU OOJIbHOTO
M €ro MOBCETHEBHYI0 aKTUBHOCTD, a B HEKOTOPBIX CITydasix
MOTYT MPUBOANUTH K cMepTH. K BereTaTMBHBIM HapYILIEHUSIM
npu 6oJie3HU [TapKMHCOHA OTHOCSITCSI OpTOCTaTUYECKAsI TH -
MOTEH3MsI, PACCTPOMCTBA MOYEUCTTYCKAaHMSI (YJallleHHOE, 3a-
JEPXKKU, HeJiepKaHKe), 3aTI0PbI, SPEKTUIbHAST AUCHYHKIIVS,
Ype3MepHOe MOTOOTAeIeHUE, CEOOPENHbIN JepMaTUT U JIp.

Cy1iecTByeT MHEHHE, YTO BO3MOXHAa 3aBUCUMOCTD
MEXAY OBUTATeJIbHBIMU PACCTPOMCTBAMU, KOTHUTUB-
HOM MUC(YHKIMEN U BeTeTaTUBHBIMU HAPYIIEHUSIMU Y
cTpagatomux 6ojye3nbio [TapkuHcona. CiegoBaTeabHO,
BereTaTUBHbBIE HAPYIIEHUsI M KOTHUTUBHBIE pACCTPOMCTBA
MOTYT CIYXWTh MOTEHIMATbHBIMU MPOTHOCTUYECKUMU
akTopaMu MPOrpecCUPOBAHMS IBUTATETBHBIX PACCTPONCTB
Y TaKMX OOJTbHBIX.

Kpome Toro, nekapcTBeHHbBIE TperapaThl, TPUMEHSI-
folecs IS JIeYeHUsT IBUTATeIbHBIX PACCTPOMCTB MpHU
6osie3Hn [lapkuHCOHA, MHOTIA TaKXKe MOTYT BBI3BIBATh
WY YCUJTMBATh BereTaTUBHBIC HAPYIICHUS, AeJiast IeYeHre
6osie3HM [TapkrHCOHA 3aTPYIHUTEIBHBIM.

Hapywenus enomanus seanomes uacmovim nposigaeHuem
6oae3nu [lapkurcona u NapKUHCOHUMECKUX CUHOPOMOB 0COOEeH -
HO Y OOBIYHO HE TIOIIAI0TCSI BO3/ICMCTBUIO TPOTUBOMAPKHUH-
COHMYECKUX TpernapaToB. ACITMpALs TUIIKA BCJIEACTBUE
HapyIIeHUs TJIOTaHWsI MOXKET MPUBOIUTH K aCITUPAITMOHHOM
IMTHEBMOHMU,, KOTOPasi SIBJISIETCSI OMHUM M3 HarboJTee YacThIX
COMYTCTBYIOIINX 3a00JIeBAHU I, TPUBOJISIIIMX K CMEPTH, TIPU
6osie3HM [lapkrMHCOHA U MAPKMHCOHUYECKUX CUHIPOMAX.

Jucdarvsi OOBIYHO aCCOLIMUPYETCSI C TSIXKECThIO O0JIE3HU
IMTapkuHcoHa.

HMeeTcs B3auUMOCBSI3b MEKITy HapyllIeHHEeM IJTIOTaHWS U
Ka4eCTBOM KM3HM Y cTpanamlmx 6osne3Hbio [lapkuHcoHa.
B cBs13u ¢ 3TUM MACHTU(DUKALIUS HApYIICHUs TJIOTaHUS
KpaiiHe HeoOxoauma. [IprumMeHeHrne 0OObIYHOTO PEHTTEHO-
JIOTUYECKOTO TeCTa He YTOUHSIET 3THOJOTUIO HApYIICHUS
TJIOTAHUSI.

Yyecmeumenvhoie paccmpoiicmea. K qyBCTBUTEIBHBIM
paccTpoiicTBaM Tipu 6ojie3Hu [lapKMHCOHA OTHOCSTCS
paccTpoiicTBa 00OHSIHMS, 60JIb U TTapecTe3nuun. HapyieHust
oboHsHUs HabmonaioTes y 70—90 % crpamaronux 60Je3-
Hb10 [TapkuHCOHA, 1 OOBIYHO OHU Pa3BUBAIOTCS 32 MHOTO
JIET 10 Pa3BUTHSI IBUTATEIbHBIX MPOSIBJICHUI 3a00JI€BaHUSI.
Y4uThIBas IMUPOKYIO PacIpOCTPaHEHHOCTh HapyIIeHUI
O0OOHSIHUS YK€ Ha paHHUX CTaIusIX 3a00JieBaHMSI, TaHHBII
MOTOPHBIN CUMITTOM MOKET UCITOIb30BAThCST TTPY TIPOBEJIe-
Huu nuddepeHnanbHOM TuarHocTuku 6osie3Hu [MapkuH-
COHA C MapKUHCOHWYECKMMU CHHAPOMaMHU.

Juckunesus. JInckuHe3nel Ha3bIBAIOT HETIPOM3BOJIb-
HbIe IBUKEHUSI, KOTOPBIE Yallle BCETO BOBHUKAIOT Ha (hoHe
JUTUTETLHOTO JIeueHUs JieBoomoii. Hanboee pacrpoctpa-
HEHHBIM BUIIOM JIEBOIOTIA-MHIYIIMPOBAHHOM TUCKIHE3NH
SIBJISIETCS JIEBOJIOTIA-UHIYLIMPOBAHHAS XOpes.

JIucKuHe3Us SIBIISIETCS OMHUM M3 CaMBIX CYIIIECTBEHHBIX
JIBUTATENIbHBIX OCJIOKHEHMI TIPY MCTIOIB30BaHUY TTPOTUBO-
MapKUHCOHUYECKUX ITPETapaToB (JIEBOIOIIBI ), KOTOPOE B psizie
CJTyJaeB 3HAYUTETbHO YXY/IIAeT KaueCTBO KU3HU OOJTBHBIX.
CHIKeHUE TO3UPOBOK JIEBOIOIBI PUBOIUT K YMEHBIICHHIO
JMUCKWHE3WU U B TO XK€ BpeMs K HApaCTAHWIO JBUTATEIbHBIX
CUMIITOMOB TIApKMHCOHM3MA M YBeJMUeHUIo off-repromnos,
YTO e11le OOJTBIIIE YXYIIIAeT COCTOSTHHE CTPAIAIOIINX O0JIE3HBIO
TMapkuHcona. MHaynmmpoBaHHas JIEBOAOIION TUCKUHE3US
pa3BUBAeTCs Y TPETH CTpaialonx 6oe3Hbio [TapkuHcoHa B
TeYeHUe TIEPBhIX 2 JIET JIeUEeHHUS JIeBOIOIION 1 OOJIbIIIE YeM Y
TTOJIOBUHBI OOJILHBIX ITOCTIE 5 JIET JICUSHMSI.

Acummempus 08ueameabHbiX CUHOPOMO8 MAKICe XAPAK -
mepHa 0as cmpaoarowux oosezuvto Ilapkuncona. B 601b-
IIMHCTBE CITyYaeB HabJTI0IaeTCss aCUMMETPUST IBUTATEIbHBIX
CHMIITOMOB, KOTOpasi BO3HUWKAET MPU CIOPATUISCKUX U
HacJeACTBEeHHBIX ¢hopMax 0ose3nu IlapkuHcoHa.

Kinnuyeckue mKaibl TskecTd 00ae3uu [1apkuncona.
151 olleHKM TskecTu 00Je3Hr [lapKMHCOHA UCITOb3Y-
I0OTCSl CTaHOapTHBIe MexXnyHaponHble mKaiasl: UPDRS,
MDS-UPDRS, mikana moBcefHEBHOM XKM3HEHHOM aKTUB-
Hoctu Schwab n England, mogudunnpoBaHHas IIKaaa
Hoehn u Yahr.

HNHcTpyMeHTAIbHbIE METOBI THATHOCTHKH. [1pu ripo-
Benenun MPT y crpamamomux 6one3Hblo [lapkuHcoHa
OOBIYHO HE OOHAPYKMBAETCS MATOJOTMUECKUX U3MEHEHUIM
WJIY BBISIBJISIIOTCST HecTieluduueckue u3MeHeHus, HO, He-
CMOTpPSI Ha HU3KYIO YyBCTBUTEIBHOCTD U CITELIM(UIHOCTh
MPT ronoBHoro mosra, nposenenue MPT o6s13aTensHo,
MMOCKOJIBKY 3TO MCCJIeI0BaHNE MOXET OBbITh MOJIE3HO B
Ka4yecTBe OOIOJHUTEIbHOTO MeTofa nuddepeHnanibHOn
IrarHocTuku 6oje3nu [lapkrHcoHa 1 MapKUHCOHUYECKUX
CUHIPOMOB.

V 70,71 % obcnenoBaHHBIX JIULL ¢ 601e3HbIO [TapKuH-
coHa ¢ nomoiibio MPT He oOHapyXuBaeTcs HUKAKUX
MaTOJIOTUYECKUX MU3MEHEHMI B ToJIOBHOM Mo3re. 12,8 %
cTpanaroimx 6o1e3Hbi0 [lapkrHcoHa UMEIOT aTpouIecKre
M3MEHEHMS TOJIOBHOTO MO3Ta, KOTOPbIE COOTBETCTBYIOT MX
Bo3pacTy (2,8 %) nam HECKOJbKO 00Jiee BhIpakeHbI, YeM Y
3[I0POBBIX JIIOJE 3TOi Bo3pacTHoi rpymmnbl (10,1 %), HO
y 15,0 % GobHBIX HAOMIOAAIOTCS MUHUMAIbHBIC WM HE-
pe3Kue UIIeMUYecKUue U3MEHeHUs («HeMble» MHMapKThI)
B 0€JI0M BelleCTBe TOJIOBHOTO MO3Ta.

B 1o ke Bpems aTpoduuecKkue M3MeHEeHUsI TOJI0BHOTO
Mo3ra Ipy MPOBEIeHUU MarHUTHO-PE30HAHCHON TOMOTpa-
bum o6HapyxuBatoTcs y 64,7 % OOJbHBIX C MYJIBTUCUCTEM-
Holi atpocdueit, 20 % GONbHBIX IeMeHITUel ¢ Teblamu JIeBu,
50 % GONBHBIX C MPOTrPECCUPYIOLINM HAIbSIICPHBIM Mapa-
JIMYOM, MPAKTUUECKHU Y BCEX O0JIbHBIX C KOPTUKOOA3aIbHOMI
JereHepareii 1 CoCyTMCTbIM MApKUHCOHU3MOM. Y OOJIbHBIX
C MyJITUCUCTEMHOM aTpodueli ¥ porpeccrupyonmMm Haab-
SIIEPHBIM TTapaJuvyoM aTpoduyeckue u3MeHeHus: OoJiee
BbIpaXkeHbI B MO3XeuKe, a y O0JIbHBIX C KOPTUKOOa3aIbHOM
JiereHepaleit — B JOOHBIX TIOJISIX TOJJOBHOTO MO3Ta.

I[Ipu BU3yanm3auumu TpaHCHOPTEPOB JOoMaMuHa
(DaTSCAN) y crpanatomux 6osesHbto [lapkuHcoHa 00-
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HapyX1BaeTCsl 3HAYUTEIIbHOE YMEHbBIIICHIE TPAHCTIOPTEPOB
JIOTIaMUHA B CTpUATyMe, UTO HETIOCPEJICTBEHHO CBSI3aHO C
YMEHBILIEHUEM B HEM JOTIAMUHOBBIX HUTPOCTPHUATBHBIX
HepBHBIX oKoHYaHMil. DaTSCAN 1o3BosisieT ¢ BbICOKOI
TOYHOCTBIO TuddepeHunpoBatb 6osie3Hb [TapkrHCOHA OT
3CCEHLIMAIBHOTO TPEMOPA, IICUXOTeHHOT0 TapKMHCOHU3MA
U JIEKapCTBEHHO-MHIYLIMPOBAHHOTO MapKMHCOHU3MA.

Takuve MeToIbl AMArHOCTUKU, KaK MO3UTPOHHO-3MUCCH -
oHHasi tomorpacdus (ITDT) u omHopoTOHHASI SMUCCUOHHAS
komrbtoTepHasi tomorpadusi (SPECT), ocobeHHO BaXXHBI B
nuddepeHIanbHON quarHoctrke 6ose3Hu [lapkuHcoHa.

[To pesysbraTam TpaHCKpaHWAJIbHOM YJIBTPa3ByKOBOI
norrieporpaduy CoCy10B roJIOBHOTO MO3ra U3MEHEHUS!
KPOBOTOKA B BepTeOp00a3UIIpHOM OacceifHe BhISIBIISIIOTCS
y 58,3 % nu ¢ 6oae3Hbio [TapkuHcona. OOHapyKeHHbIE
MaToJOTMYECKME UBMEHEHUSI He CIIeLIMMUIHBI TSl 00JIe3HU
IMTapkuHCcOHa, Tak KaK MoJ00HbIC U3MEHEHUS MOTYT BCTPE-
YyaThbCsl Y JIFOJICH TOM XK€ BO3PaCTHOM I'pyMIibl 0€3 HAIUUUs
Kako#-J1M00 3KCTpanMpaMUIHOM MaTOJIOTUH.

OO0menpuHATHIMA THATHOCTHIECKUMH KPHUTEPUSAMH
0oJe3nam ITapkuHCcOHA B HACTOSAIIEE BPeMS ABJISIOTCS KJIH-
HIYECKHE TUATHOCTHIECKHE KpuTepun O0mecTsa 001e3H1
ITapkuncona CoenunenHoro KopoJjescTa. Dt kpurepun
COCTOSAT U3 3 3TanoB (111aros).

Ilar 1. YcraHnaBiauBaeTcs OUAarHO3 MAapKUHCOHM3MA,
MPU KOTOPOM 00513aTeJIbHO JI0JIKHA ITPHUCYTCTBOBATH Opaiu-
KWHE3US TUTIOC OJINH M3 TIEPEUUCIICHHBIX HAXKE CUHIIPOMOB:
MBIIIEYHAs] PUTUAHOCTD, TPEMOP TOKOS, TTOCTypaibHas
HEYCTOMUYMBOCTb, HE CBSI3aHHASI C IEPBUYHOM 3pUTETHHOM,
BECTUOYJISIPHOM, MO3XEUKOBOU WM IPOIPUOLECIITUBHOMN
nuchynkuueii. [Tocie Toro kak AMarHo3 NapkKMHCOHU3MaA
3aI10/103peH U TMOsSIBUIACh HEOOXOIUMOCTh MPOBECTU Tr -
epeHIMaTbHY0 TMarHOCTUKY MeX 1y 6oJie3Hbto [TapkuH-
COHA U MapKUHCOHUYECKUMU CUHIPOMAMMU, TIEPEXOIST KO
BTOPOMY II1aTy TMarHOCTUYECKUX KPUTEPUECB.

Ilar 2. Kpurepuu uckimodeHus 6ojae3Hu [apkuH-
CcOHa:

— TMTOBTOPHBIE MHCYJIBTHI B aHAMHE3€ CO CTyIeHeo0pas-
HBIM MPOTPECCUPOBAHUEM MAPKUHCOHNYECKUX TTPU3HAKOB;

— MOBTOPHbIE TPABMbI TOJIOBbI B aHAMHE3E;

— MepeHeCceHHbIH 9H1IeaTuT B aHAMHE3e;

— OKYJIOTUPHbIE KPU3HI;

— HavaJio MapKUHCOHUYECKUX CUMIITOMOB Ha (oHe
JIeYeHUS] HEMPOJIENITUKAMU;

— Hajuyue 0oJjiee OJHOTO POACTBEHHHUKA C TOXOXUM
3a00JIeBaHUEM;

— JUIUTEJIbHAsI PEMUCCHUST;

— HaJM4Me TOJbKO OJHOCTOPOHHUX MPU3HAKOB TOCIIE
3 et 60s1e3HU;

— HaIbSIAEPHBII TTapainy B30pa;

— MO3XEUKOBbIE 3HAKMU;

— paHHUeE BbIPaXKEHHbIE BEreTaTUBHBIE PACCTPOICTBA;

— paHHSIS BbIpaXKeHHasl IEMEHLIUSI C PacCCTPOCTBAMU
MaMsITh, PeYr U TIPaKCcuca;

— cumnitoM babuHckoro;

— HaJIMYKE OTTYXOJIM MO3Ta WU OTKPbITast ruapolieda-

JIVIsI, BBISIBJICHHAS TTPY TIPOBEICHUY HEMPOBU3YaTN3aIIMOH-
HOTO 00CJIeIOBaHMS;

— orcyTcTBHe 3 PeKTa mpu IpremMe OOJIBIINX 103 JIEBO-
IIOTIBI (TIPY YCJIIOBUM OTCYTCTBHSI MaJIbaOCOPOIINN);

— OoJbpHOI ToaBepracs Bo3aeiictsuo MPTP.

Iar 3. ITo3uTHBHBIE ITPOCIICKTUBHBIE KPUTEPUH 0O-
ne3nu [TapkuHcoHa (JIJ1sT TOCTAaHOBKM JOCTOBEPHOTO JAMa-
rao3a 0ose3nu IlapkuHcoHa HeoOXoouMO TpU MK Oosiee
CJIEAYIONIUX KPUTEPUsI B COUETAHUH C 1Iarom 1):

— OTHOCTOPOHHEE Havyayio 60JIe3HU;

— HaJM4ue TpeMopa MOKOsT;

— TIporpeccupoBaHue 60JIe3HU;

— COXpaHSIOIIAsICs aCUMMETpHsI, 60Jiee BbIpaXkKeHHBIE
CHMMTOMBI Ha CTOPOHE Havasia 60JIe3HU;

— OTJWYHBIN TepamneBTUYeCKUi 3 GEKT JTeBOMOIBI
(70—100 %);

— BhIpaXkeHHas MHIYIIMPOBaHHAsl JIEBOJIOIIOM XopesT;

— TeparneBTUIeCKMit 3 HEKT JIeBOIOIILI B TEYCHHUE 5 U
0oJee JeT;

— KJIMHUYeCKOoe TeueHre 0o1e3Hu B TeueHue 10 u 6osee
JIeT.

TecT ¢ 0OTHOPA30BLIM MPUMEHEHHMEM JIEBOIOTBI WU
arroMop@urHa He CJenyeT UCIOJb30BaTh MPH MPOBEIEHUMN
nuddepeHIaNIbHONM IMarHOCTUKM O0oie3Hu [lapkuHcoHa
Y TApKMHCOHUYECKUX CUHIPOMOB.

Tounas guarHoctuka 6oje3Hu IlapkuHcoHa MOXKeET
OBITB TOBOJILHO CJIOXHOM 3a1a4yeli, 0COOEHHO Ha €€ paHHUX
CTausIX, TaK KaK OCHOBHBIE MPOSIBJICHUSI HeliponereHepa-
TUBHBIX 3200J1€BaHMI MOTYT cOBITanath. OCOOEHHO CIOXKHA
nuddepeHIManbHas InarHocTruka 6one3nu [lapkuHcoHa ¢
MapKUHCOHUYECKMMU CUHAPOMaMU, KOTOpbIE Ha paHHMX
CTaausIX MOTYT UMUTHPOBATh 0one3Hb [lapkuHcona. Jlnu-
TEJIbHOCTH HAOJIIOICHWS 1 TIIATeJIbHAs OlleHKa — Haubosiee
BaXKHbIE METOIbI ISl TOCTAHOBKM MPAaBWJILHOTO JMarHo3a.

B tabn. 3 mpencraBaeHbl OCHOBHBIE MAapKUHCOHUYE-
CKH€ CHHAPOMBI, KOTOpPbIe HEOOXOAMMO YUUTBIBATH MPU
npoBeaeHnN AuddepeHInaIbHON TMarHOCTUKN 00JIe3HU
[MapxkuHcoHa.

JocTtarouHo yacto 6one3Hb IlapkuHcoHa ae0I0THUpYeT C
Hecrel(pUIeCKX HeIBUraTeIbHbIX MPOSIBIeHMIA (00b, Ie-
TIpecCusl, BETeTaTHBHbIE HAPYIIIEHNST, PACCTPOMCTBA OOOHSIHMSI,
SpeKTWIbHAsI AMCYHKIIYS 1 Ap. ), 1 O0JIbHbIE 00pallaloTcs 3a
IOMOIIIBIO K pa3HOOOpa3HbIM crelanucTam. [lepBbliit BUBUT
cTpanarolux 6ose3Hbio [TapkuHcoHa K HEBPOJIOTry Hab/oAa-
eTcsi ToJbKO B42 % citydaeB, B 28 % ciydaeB O0JIbHBIE OOpallia-
I0TCSI K TeparieBty, B 6 % — K TpaBMaToJIory, 1 110 5 % GOJIbHBIX
BIIEPBbIE 00OPAIIAIOTCS K TICUXUATPY, YPOJIOTY Y PEBMATOJIOTY.

KoHcepBaTiBHbIe U HePOXUPYPruYecKHe METObI Jie-
yeHus 0osie3Hu ITapkuncoHa u onieHka ux 3(peKTHBHOCTH.
B Ta6a. 4 ykazaHbl IpyIIibl JeKapCTBEHHBIX MPEIapaTos,
MPUMEHSIIOLIMXCS UISI CUMIITOMATUYECKOTO JieueHUsT 00-
ne3nu [lapkuHcoHa.

Hecmotps Ha 1O, uTO G0se3Hb [lapkuHCcOHA TPy -
HOKypabeibHa, 00JIbIIOe KOJIUYECTBO METOAOB JIEUSHMSI
11eJ1eco00pa3HoO UCTIOAb30BATh /7151 IEUEHUSI €€ CUMIITOMOB
W yIy4IIeHus] KayecTBa XU3HU 00bHBIX. M Bce ke B Ha-

20 Me2KayHapOAHbIA HEBPOIOTHYECKHH 2KypHarl,

ISSN 2224-0713 N° 4(66), 2014



NJ)

OpHruHaabHble HccaegoBaHud /Original Researches/

CTOsIIIee BPEMsI PEKOMEHAYIOTCS KOMITJIEKCHbIE Tepares-
TUYECKHUE TTOAXOIbI.

EBporeiickast (penepalivisi HEBpOJIOrMUYeCKUX OOIIECTB
u EBponeiickuii KoMuTeT 00I1ecTBa 9KCTparMpaMUIHbIX
3a00JIeBaHUI pa3pabOTaiv CTAaHAAPTHI JeUeHUsT OOJIE3HU
IMapkuHCOHA. DTU CTaHAAPTHI ONTUPAIOTCSI HA COBPEMEHHbIE
Hay4yHbIe TTO3HAHUS U TIPAKTUYECKUI OTIBIT.

[punsaTue peuieHust o Havajge GhapMaKoOJIOTUIYECKOM
Tepanuu y Jull ¢ 0oJie3Hbio [lapknHCcOHA TOKHO OBIThH

WHAWMBUAYATbHBIM. 3a/auaMy TepBOHAYaIbHON Tepanuu
SIBJISIIOTCSI YMEHDBIIIEHWE JBUTAaTeIbHBIX PACCTPOUCTB U
VJIy4llIeHWE KadecTBa XXU3HU OOJIbHOTO, HE BBI3bIBAsl MIPU
3TOM MTOOOYHBIX 3(P(PEKTOB.

[1pu perreHnM Borpoca o MepBOHAYAIBHOM Teparuu u
BBIOOpPE MEXITy MperapaTamMu JIEBOJOIbI M ATOHUCTAMMU JI0-
IMaM1Ha Bpay JIOJKEH YYUTBIBATb TO, YTO JIEBOJOIA HAMHOTO
o deKkTUBHEE B ICUeHUN MHBAIUIU3UPYIOIIUX ABUTATEIb-
HBIX PACCTPOICTB Yy CTpafatoux 6ose3Hbto [TapkuHcoHa,

Tab6nuya 3. AngpeperHumnanbHas anarHocTuka napkuHCOHU3Ma

MepBUYHbIA NAPKUHCOHU3M
(HeipopereHepaTUBHbIN)

BTOpPUYHBbIN NAapPKUHCOHU3M

BonesHb MapknHcoHa

Lpyrve 3aboneaHus:

— MYJIbTUCUCTEMHAs aTpodus;

— AeMeHUMs ¢ Tenbuamu J1esu;

— NPOrpeccupyroLWviin HagbAAEPHbIN Napanny;
— KopTMKobasanbHas AereHepaums

JlekapCTBEHHO-NHAYLMPOBAHHbIN:

— HENPONENTUKN (TUNUYHbIE U aTUMNYHBIE);
— MeTOKJI0NpaMn;

— pe3epnuiH, TeTpabeHasuH;

— NUTUN;

— 6110KaTopPbI KasbLMEBBIX KAHAIOB

MeTabonuyeckuii:
— FUMNOKCUS;
— renarouepebpanbHas gereHepaums;
— runokanbumemMms
HacnencteeHHble 3a60neBaHNS: CTPYKTYPHbI:
— 6onesHb [eTUHITOHa; — Onyxo/b;
— CNUHanNbHO-LepebennapHble atakcuu (opmel 2, 3, 8, | — rugpouedanus;
17); — cy6aypanbHas reMaToma;
— 6onesHb BunbcoHa; — TpaBma
H—Mgl\v/llt;;p.pom Lubag (X-cuenneHHas AMCTOHUA-NAPKNHCO- TOKCVI‘-IECKyIVIZ
. — yrapHsoiii ras;
— MapKUHCOHU3M-aemMeHUnsa-bAC; — MmapraHeL;
)
— MUTOXOHAPUASbHbIE LUTONATUN — MPTN (1-meTnn-4-dermnn-1,2,3,6-
TETParnaponMpuanH)

CocyoucThin

MHPEKUMOHHBIN:

— cnnag;

— NMOAOCTPbIN CKNEPO3MpPYoLWMIA NaHaHLedannT;
— NOCTOHUEPANNTNYECKMNA NAPKUHCOHU3M;

— MNPUOHHbIE 3a60/1EBAHUSA

Tabnuya 4. JonamyuHepruyeckne u aHTUXo/IMHepPruyeckue npenaparbl

Mpynnbl npenapatoB

AelicTByloLimMe BellecTBa

ToproBbie Ha3BaHUSA

AroHncTbl fONamMmnHa NPOSIOHINPO- Mpamunnekcon Mwupanekc M4,
BAHHOIO OeNCTBUS POTAFOTUH Heynpo
AroHuCTbl JonaMmmnHa obbl4HOro Bbl- | Mpamunekcon Mwupanekc, Mupakcon, npamMmnekc
cBOGOXAEHNS PonuHunpon PonuHnpon oproH
Mupnbeaun MpoHopaH

Mpenapatbl neBogomnbl (06bIYHOrO
BbICBOOOXAEHMS UM MPOJSIOHTMPO-
BAHHOIO OENCTBUS)

JNleBogona ¢ MHIMBUTOPOM Aekap-
dokcunassl

Kap6wugona v nesogona-rtesa, Ma-
nonap, HakoM, JIEBOKOM, JIEBOKOM
petapn

JleBogona ¢ MHrMBUTOPOM Aekap-
6okcunasbl U MIHIMOUTOPOM KaTeXoJ-
O-meTtunTtpaHcdepassbl

CraneBo

[Mpon3BoaHbIE aMmaHTaguHa AmMaHTaguH MK-Mepu, HeoMmmnaaHTaH, aMaHTUH
MHrméutopsl MOHOaMuHokcmnaasel B | CenernnuH Onbaenpuin, ceraH, IOMekc
AHTUXONMHEepPruyeckre npenaparthbl Tpurekcuderngun Livknopon
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OJHAKO MpHU ee NMPUMEHEHUU UMeeTcsl 00jiee BhICOKUIA
PUCK pa3BUTUS JBUTATEIBHBIX OCIIOXHEHUN (IUCKUHE3UsI
U JBUTaTeIbHbIe QUIyKTYyaluuu). ATOHUCTBI JOMIaMUHA TTPU
JieyeHuu 6ose3Hu [MapknHcoHa MeHee 3(PHEKTUBHBI U BbI-
3bIBAIOT 0OJIEE CEPbEe3HbIE HEMPOIICUXUATPUUECKIE OCTOXK-
HEHWUSI, TAKKE KaK raJUTIOLMHALIMY, CITYTAHHOCTh CO3HAHUSI
W JIp., OJHAKO TIPU UCTIOJIb30BAHUM arOHUCTOB JI0TIaMUHA
MMeeTCsl MeHee BbICOKMIT PUCK Pa3BUTHUS JABUTATETbHBIX
OCJIOXKHEHU . JIBUraTesbHble OCI0XHEHUs1 OoJiee Xapak-
TePHBI JJ1s1 O0JIBLHBIX MOJIOOTO Bo3pacTa (Y 3TUX OOJIbHBIX
MepBOHaYaJIbHYIO TTPOTUBOMAPKUHCOHNYECKYIO Teparuio
PEKOMEHIYeTCSl HAYUHATh C arOHUCTOB JOTMaMuHa), a
TICUXOHEBPOJIOTUUECKHE OCJIOKHEHUST 0oJiee XapaKTepHbI
I71s1 OOTBHBIX CTapllieil BO3pacTHOM TpynIibl (Y KOTOPBIX
MepBOHAaYaIbHYIO TTPOTUBOMAPKUHCOHUYECKYIO Teparnuio
PEKOMEH/IyeTCs HAUMHATh C IIPernapaToB JIEBOJOTIbI). Y BceX
OOJIBHBIX C KOTHUTUBHBIMU PACCTPOMCTBAMMU TIEPBOHAYAITb-
HYIO Teparuio cjieayeT HAaYMHATh C JICBOJIOIIbI.

ITo Mepe mporpeccupoBaHus 3a00JeBaHUs JeUeHUE
CTAHOBUTCSI 00Jiee CIIOKHBIM, TaK KaK MTPOJOJIKUTEIbHOCTh
e CTBUS MpenapaToB JIEBOAOIIBI CTAHOBUTCS KOpOYeE.
JMcKuHe3ust CTaHOBUTCS 00Jiee BhIPAXKEHHOI 1 OoJiee Ipo-
JOJIKUTEIbHOM, BbI3bIBASI 3HAUMTEJIbHYIO MHBATUIN3ALIMIO.
JleueHue Takux OOJILHBIX SIBJISIETCSI ICKYCCTBOM, OCHOBAH-
HBIM Ha OITBITe Bpaya.

B uccnenoBaHusIX npernapartbl JIEBOIOTBI MOKa3aan
ce0st 3HaUuTeNIbHO 0oJiee 3 (HEKTUBHBIMU 10 CPABHEHUIO
€O BCEMU IPYTUMMU TPYIITIaMU MTPOTUBOITAPKUHCOHUIECKIX
CpeACTB (arOHUCTHI JoIaMuHa, THruontopsl MAO-B, anTtu-
XOJMHEPTUIeCKUe TperapaThl 1 aMaHTaanH). JIeBogomoTe-
parus ipu 6oJ1e3HM [TapKMHCOHA acCOIMUpPYeTCs ¢ Hanbo-
Jiee 3HAYUTETbHBIM YIIyIIIIeHUEM IBUTATETbHBIX (DYHKIIHIA,
B CBSI3U C YeM yKe ITocIe 5 JIET JeUeHUs TIOAaBIISIONIeMy
GOJIBIIMHCTBY OOJBHBIX, Y KOTOPHIX TTepBOHAYaIbHas
Tepanus 6oje3Hn [TapkmHCOHA HauMHAJach ¢ aTOHMCTOB
JomaMuHa Wim uHruoutopos MAO-B, momoaHUTETbHO
Ha3HavaloT MperapaThl JIEBOAOIIBI TS JIyYIIeT0 KOHTPOJISI
HaJ IBUTATeIbHBIMU MTAPKUHCOHUMIECKUMU CUMITTOMaMH.

Hecmotpst Ha mo6ouHbIe 2 DEKTHI, PsI MCCISI0BAHMIA
IoKa3aj, YTO UCIOJIb30BaHMe TIPerapaToB JEBOIOTIBI Oe3-
OITacHO Jaxe 06e3 CrelraTbHOro MOHUTOPUHTA. BaxkHo
OTMETUTD, YTO TIpeITapaThl JIEBOIOTIBI TIEPEHOCSTCS JIydIile,
yeM JIIo0bIe Ipyrue TPOTUBOMaPKMHCOHUYECKHE CPENCTBRA,
0COOEHHO Y OOJILHBIX CTaplilieil BO3PACTHOM TPYTIIIHI.

OmHUM M3 OCHOBHBIX HEIOCTAaTKOB TIPENapaToB JIEBO-
JIOTIBI SIBJISIETCST KOPOTKUI mepron ux aeictBus. OObIYHO
Teparnus mpernapaTaMu JIEBOIOTbI HAUMHAETCS C UX ITprueMa
3 paza B neHb. [To Mepe mporpeccupoBaHus 3a00JieBaHMS,
JUTST yMEHbBIIIEHUST (hIyKTyallnii, JIydiie UCTIOJb30BaTh Jie-
BOJIOITY HEOOJIBIITUMU, HO YACTHIMU I03aMH VI JO0aBUTH
JPYTOI TPOTUBOTIAPKMHCOHNYECKUH TIperapar (Harmpumep,
aroHucT monamuHa, uHruoutop COMT mnm mHruOuTOp
MAO-B).

ATOHUCTBI JoImaMrHa MeHee 3(PPEKTUBHEI, YeM IIpe-
TapaThbl JIEBOIOIIBI, B TO XK€ BPeMsI OHM MOTYT OBITh Mperia-
paTamu TIepBOTo BbIOOpA MIPU JIeYeHUM HaYaIbHBIX CTaaui

oonesnu [lapkuHcona. [IpenMyIiiecTBOM arOHUCTOB AOTIA-
MUHa SIBJISIETCS TO, UTO TIPU UX COBMECTHOM C ITperapataMu
JIEBOIOTIBI MCTIOIb30BAHUM CHUXKAETCSI PUCK Pa3BUTHUS
JMVMCKWHE3UN 1 KIMHUIECKUX (DIYKTyaluii B IepBbIe 5 JIeT
3a00J1eBaHUSI.

Nuruduroper COMT pekoMeHAyeTCsT UCII0JIb30BaTh
COBMECTHO C JIEBOJIOTION /IS CTAOMIM3alIMK OTBETa Ha JIEBO-
JIOTTY, & TAK3Ke JUTST yMEHbIIEHUS KITMHUYECKUX (QIIyKTyaruit
W YJTy4IIeHUS IBUTATEIbHBIX (DYHKIIMI Ha MTO3AHUX CTAIMSIX
6onesnu I[lapkuHcoHa.

OIHMM M3 JIEKAPCTBEHHBIX CPEJICTB, UCTIOIb3YeMbIX TTPU
oonesnu [lapkuHcoHa, saBsgeTcs amanTaauH. Mi3HayanbHO
aMaHTaJIWH MPUMEHSUICS KaK TPOTMBOBUPYCHBIH MTperapar.
B 1968 romy ObuUT BIiepBble OOHAPYXKEH €ro MPOTUBOIAP-
KUHCOHMYECKUI 2 (HEKT, U ¢ ITOT0 BpeMEHU aMaHTaauH
MPpUMEHSIETCS B Ka4eCTBE MPOTUBOMAPKUHCOHUYECKOTO
CpeacTBa.

JlaHHBIe MHOTOUMCIIEHHBIX UCCENOBAaHUI, TTPOBEICH -
HBIX 3a TIocIeqHYE 15 J1eT, yKa3bIBaloT Ha TO, YTO aMaHTaIuH
00J1agaeT YeTKMM IMPOTUBONAPKUHCOHNYECKUM (P (HEKTOM.

Muruoutopsr MAO-B MOryT ObITh UCITOJIb30BAaHBI IS
CUMIITOMATHUYEeCKOTo JieueHUs 6osie3Hu [TapkrHcoHa B Ka-
4yeCcTBe MOHOTEPAITMM Ha HAYaTbHBIX CTAINSIX U B KOMIUIEKCE
C JIEBOAOIION Ha MO3AHUX cTanusix 6ose3Hu [lapkuHcoHa.

AHTUXOJIMHEpPrudeckKue mpernapaTsl 1 JedeHus 00-
Je3Hu [TapknHCOHA B HACTosIIIee BPeMsT MCIIOIb3YIOTCS
pexe u3-3a mo0ouHbIX 3¢hdekToB. B TO ke BpeMs uX nHOTaa
Ha3HAYaIoT, €CJIU TPEMOD SIBJSIETCSI CAMbIM MHBATUIU3UPY-
IOLIMM CUMITTOMOM U TIJIOXO MOAJAETCS JIEUYEHUIO IPYTUMU
MPOTUBONMAPKUHCOHUYECKUMU TIpernapaTamu.

Kornma nekapcTBeHHasl Tepanus CTaHOBUTCS Majo-
3¢ HEeKTUBHOM, A0JKHA OBITh PACCMOTPEeHa BO3MOXHOCTh
XUpyprudeckoro jeueHus. [ybokass cTUMyasiuus cyo-
TaTaMUYECKHUX SIep HIMPOKO UCTIONb3YeTCs A JeUeHUs
OCJIOXKHEHHOTO TeueHus 0ose3Hu [lapkuHcoHa. Pesynbra-
TOM HEHPOXUPYPTUUECKOTO JIEUSHUS SIBJSIOTCS YMEHbIIIe-
HUe IBUTaTeIbHBIX CUMIITOMOB Oosie3Hu [lapkuHcoHa (6pa-
TMMKWHE3UsI, TPEMOP U JP.), BOZMOXHOCTb CYIIIECTBEHHOTO
CHIDKEHMS TO3UPOBOK JOTIaMUHEPTUYECKHX Mpernaparos,
YMEeHbIIIEHUE BIPAXKEHHOCTH JIE€BOAOMA-UHAYIUPOBAHHOM
NUCKUHE3UU U CoKpallieHue off-nmepuonos.

ITo mepe mporpeccupoBaHusl 3a00JeBaHUS KaxKIAbIiA
0O0JILHOM HYXIaeTcsl B PeryJIipHOM HaOI0ONeHUN U MOAM-
(bukaium cxembl JieueHUsI.

Wcnonp3oBaHue HehapMaKoOJIOTUYECKUX METOMOB Jie-
YeHUsl, TaKUX Kak jeueOHas (GU3KyJIbTypa, JOroneaus u
TcUXoTeparnus, UMeeT BaKHOE 3HAUeHUE /151 ONTUMU3ALUKT
Tepanuu Ha MO3AHUX CTanusIX 3a0oieBaHus. BaxxHyio posb
TaKXe UTPaloT CECTPUHCKUI OCMOTDP M KOHCYJBTAllUM CO-
LIMaJIbHBIX paOOTHUKOB.

NuBanuausanus, npor{o3. [IpuMeHeHMe MpenapaToB
JIEBOJIONbI, & TaKXKe APYTUX JIEKaPCTBEHHBIX CPEACTB ISt
JIeYEeHUST IBUTATEIbHBIX U HEJABUTATEIbHBIX CUMIITOMOB
0ose3Hu [TapkrHCOHA 3HAYUTENBHO YIYUYIIWIO KauyecTBO
KU3HU 007bHBIX. HO HECMOTpsI Ha TO, YTO UMEIOLIUECs
JIEKapCTBEHHbIE CPEICTBA MOTYT 3HAUUTEHHO YMEHBIIUTh
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KapavHabHbIe TIpOsiBJIeHus1 6osie3Hu [lapkuHcoHa, 3a00-
JIeBaHME HEYKJIOHHO TPOTPECCUPYET U €ro AOJTOCPOUYHBIT
MPOTHO3 OCTAETCSI HEOJIATOTIPUSTHBIM.

CpenHsist TPOI0IKUTEIbHOCTD XU3HU JIULL C O0JIE3HBIO
IMapkuHcona cocrasiusietr ot 9,1 10 12,4 rona. Yepes 15 ner
rocJie Havana 6ose3nu 6osee 70 % cTpamalommx 60Je3HbIO
ITapkuHCOHA yMUPAIOT, a TOJIOBMHA OOJIbHBIX, OCTABIITUXCS
B JKUBBIX, UMEIOT BBIPAKEHHYIO0 MHBATUAN3AIIUIO.

Cama mo cebe 0one3nb [lapkuHcoHA He MPUBOIUT K
cMmept. CMepTh HACTyMaeT BCIENCTBUE COMYTCTBYIOLINX
3a0o0eBaHUll (OpOHXOJIETOYHBIE U YPOJIOTUYECKUE UH-
dexum, 00Je3HN cepAlla U LiepeOpoBacKyIsIpHbIe 3a00-
JIeBaHUSI, 3JI0KAUeCTBEHHbIE HOBOOOPA30BaHUS U 1IP.) WU
OCJIOXKHEHUI (aciiMpalilMoHHasi TTHEBMOHUS BCJIENCTBUE
HapylIeHU TJIOTaHWSI, TPABMbI BCJIECTBUE TTOCTYPATbHOMN
HEYCTOMYMBOCTU U IMANCHUM 1 [IP.).

ATUNNYHBIA NTAPKUHCOHU3M

TepMUH «TapKMHCOHU3M-TITIOC» SIBJISIETCS CAHOHUMOM
TepMUHA «aTUTMWYHBIA MapKUHCOHU3M» W TIPEJICTaBIISIET
co0O¥i IpyTIly TeTepOTeHHbIX 3a00JIeBaHUI dKCTpanupa-
MUJHOW CUCTEMBbI, TIPOSIBJISIIOIIUXCS MAPKUHCOHU3MOM
B COYETaHUU CO CIeUU(PUUEeCKUMU JOTIOJTHUTEIbHBIMU
MPOSIBICHUSIMU, aTUTTUYHBIMU 7151 60J1e3HM [lapkuHCcOHa.
ATUNUYHBIN TTADKUHCOHU3M XapaKTepusyeTcst 0osiee Obl-
CTPBIM MPOTPECCUPOBAHUEM T10 CPABHEHUIO C OOJIE3HBIO
IMapkuHcoHa u 6oJiee KOPOTKOM MPOAOJIKUTEITbHOCTBIO
KM3HU 00JIbHBIX. K aTMMMUYHOMY MTapKUHCOHU3MY OTHO-
CSITCSI MYJIBTUCUCTEMHAsI aTpoust, IeMEHIIMS C TeTblIaMU
JleBu, nmporpeccupyroninii HaIbSAEPHBIN Mapajud U KOp-
TUKOOA3a/IbHAs IeTeHepalusl.

B Hacrosiiee Bpems 9T 3a001eBaHMS Hanbosiee yiauHo
KJaccuULIUPYIOTCS B COOTBETCTBUMU C JIeKalllUMU B OC-
HOBE TATOJIOTMYECKUMU OTKJIOHEHUSIMU U HAKOTUIEHUEM
crietpuIeCcKrX MPOTEMHOB Ha IB€ OCHOBHbIE KATETOPUU:
CUHYKJIEMHOMATUH U TayTaTUu.

Tay-6e10K — BHYTPHMKIETOUHBIC BKJIIOUCHMSI, OOBITHO
BBISIBJISIIOIIMECS] B HEMPOHAX C TTOMOIIBIO CIEIMaTbHOTO
OKpAaIIMBaHUS U COCTOSIIIIME U3 CKPYUEHHBIX UJIU TPSIMBbIX
HUTEBUIHBIX CTPYKTYD (HeiipodriaMeHToB). Pa3mmunbie mo
CTPYKTYpPE Y XUMUYECKOMY COCTaBy HelpouoOpuUisipHbie
BKJIIOUEeHUS (KITyOOUKHM ) MOTYT OBITh OOpa30BaHbI U30BITOY-
HO (ochOpMIMPOBAHHBIM Tay-0EIKOM.

CunykienHonatnu. CUHYKJIEUHBI — CEMEUCTBO OEJIKOB,
00Hapy>XMBaeMbIX B HEPBHOI TKaH! 1 B HEKOTOPBIX BUAAX
oryxoJjieid. Mi3BectHO Tpu (popMbI OennKa: aabda-CMHYKICHH,
0eTa-CUHYKJIEUH, TaMMa-CUHYKJIeUH. Albda-CUHYKIenH
00OHapy>KMBaETCs B HEPBHBIX OKOHYAHUSIX U COCTABJISIET OKO-
JIO OJTHOTO MPOLIEHTa 00111ero 6esika Mo3ra. bera-cuHykienH
B OCHOBHOM 3KCIIPECCUPYETCSI B MO3Te U JIOKATU3YeTCs B
MPEeCUHANTUYECKUX HEPBHBIX OKOHYaHUsIX. [aMMa-cuHy-
KJICWH BBISIBJISIETCS TPEUMYILIECTBEHHO B reprdepruiecKoit
HEpPBHOI cUCTEeME.

VYV mun ¢ BI1 oGHapy:XMBarOTCs LMTOILIa3MaTUIECKIE
BKJIIOYEHUS, Ha3bIBaeMble TeJibLIaMU JIeBU, OCHOBHOI KOMIIO-
HEHT KOTOPBIX MpencTaBieH GpuopmuiapHoii hopmoii Geka

anbda-cunykinernHa (A-cuH). B To xxe BpeMs Tenbla JleBu
OOHAPYKMBAIOTCSl B HEPBHBIX KJIETKAX U MPU JPYrUX HEMpo-
JIeTeHePaTUBHBIX 3200JIeBAaHUSIX, TAKMX KaK JIEMEHIIMS ¢ 00pa-
30BaHUeM Tejiell JIeB1, MHOXKeCTBEHHAsI CUCTeMHasi aTpousi,
¢poHTOTEMITOpATBbHAS AeTeHepaliysi, Ha ocHoBaHuU Yero bIT
U TIepEeYMCIICHHBIE 3a00J1eBaHIST OOBEAMHSIIOT B OMHY HO30J10-
TUYECKYIO TPYITITY, TOMYYMBIIYIO Ha3BaHUE «CUHYKIIEOaTUI».

HeiiponerenepatuBHblie 3a00JIeBaHusI, 00YCIOBICHHBIE
TeHETUIECKUMU M3MEHEHUSIMU, KIacCU(DUIIMPYIOTCS TIO
Mackenzie et al. (2010).

1. TaynaTun:

1.1. Bone3np Anblreiimepa.

1.2. Ilporpeccupymoinuii cynpaHyKjaeapHbIi mapes
B30pa.

1.3. Koptuko0ba3zanbHas qereHeparys.

1.4. Bosne3Hb cepeOpssHOro 3epHa.

1.5. ®poHTOTEMITOpAIbHAS AEMEHLIMS U TAPKUHCOHU3M
17-i1 xpomocomsl (FTDP-17).

1.6. bonesns Iuka

2. CuHykjeonaTuu:

2.1. bonesns [lapkuHcoHa.

2.2. demeH1us ¢ Teablamu JIeBu.

2.3. MynsrucucTeMHast aTpodusi.

2.4. TDP-43 npotenHomnatusl.

2.5. llerenepauusi GpoHTOTEMOOpPAJbHBIX H0Jel C
TDP-43 (FTLD-TDP).

KpoMme Toro, BeIIEISAIOT HelipoaereHepaTUBHBIE 3a00J1e-
BaHMSI C TATOJIOTHEH NIpyTuX 6eJIKOB — (hy30IaTuu: JereHe-
paius ¢ppoHToTemmnopanabHbix nojeii ¢ FUS (FTLD-FUS),
Neuronal intermediate filament inclusion disease (NIFID),
Basophilic inclusion body disease (BIBD), a Takxke TpuHy-
KJIEOTUIIHBIE U TPUOHHbIE 3a00IeBaHUSI.

3. TpuHyKJI€OTHIHBIE 3200J€BaHUS.

3.1. Xopess XaHTUHITOHA.

3.2. CniuHoOynbpbapHas MbIIIeYHas: aTpodus, TUI
Kennenu.

3.3. Arakcust @puapeiixa.

3.4. CrinHouepeOeIIsipHast aTakCcusl.

3.5. denmatopyOpo-naaaugojyusaibHas aTpopusi
(DRPLA).

4. TIpuonnbie 3a001eBanus (protein infection, PRION).

4.1. bonesnb Kpeittudenbara — Axobda.

4.2. Cungpom Iepcrmana — Il rpayccinepa — IlleitH-
Kepa.

4.3. MaranbHas ceMeiiHast 6ecCOHHMIIA.

4.4. Kypy.

MyabTucucreMHas arpogusi

MynbrucucreMHasi atpodusi — mporpeccupyloiiee
criopagnyeckoe HelpojereHepaTUBHOE 3a00JieBaHUe He-
M3BECTHOM 3TUOJIOTUM, TIPOSIBIISIIONIEECs MTAPKMHCOHU3MOM
B COUETAHUU C PA3NIMYHON KOMOWHAIIMEN MO3KEUKOBBIX,
BEreTaTUBHBIX M MMUPAMUIHBIX CHUMITTOMOB.

Knnanyeckue mposiBiieHnsi, 0COOEHHOCTH TeYeHHSI.
Yarire Bcero MyJIbTUCHCTEMHAST aTpOhUst HAYMHAETCST B BO3-
pacte 50—55 et u HUKOrma — B Bo3pacTe mutanmre 30 JIeT.

N° 4(66), 2014

www.mif-ua.com 23



OpHruHaabHble HCccaegoBanus /Original Researches/

NJ)

B 3aBucumMocTu OT npeobiaagaHUs TeX WUJIU UHbBIX
KJIMHUYECKUX MPOSIBJICHUI BbIACISIOT TPU (DOPMBI MYJIb-
TUCUCTEMHOU aTpoduu: MapKUHCOHUYECKYIO (CTpUaTo-
HUTpaJibHasl JereHepaius), MO3Ke4kKOoBYl0 (OJIMBOIIOH-
TolepebesipHast aTpodusi) U BeTeTaTUBHYIO (CUHAPOM
Ilasg — dpeitmkepa).

B GonpmmHCTBE cirydyaeB MyJIbTUCUCTEMHAsI aTpodus
NeOITUPYET C MAPKUHCOHUYECKUX MPOSIBJIEHUI U B He-
OOJIBIIIOM YUCJIE ClIydyaeB — C MO3XEUYKOBOW aTaKCUU.
Mo3xxeuKoBble HapyIIEHUS Y OOJIbHBIX C MYJIBTUCUCTEM -
HOI1 aTpodueil MpOABISIIOTCS aTaKcuell IIpuU Xoabbe 1
aTakcuell KOHeUHOCTel, HapyllIeHUeM pedu, mouyepka u
HUCTarMoM.

BereraTtuBHbIe HapylIeHUS Y OOTbHBIX C MYJIBTUCUCTEM -
HOM1 aTpodueil XxapaKTepu3yTCsl OPTOCTATUYECKON TUII0-
TeH3Uel, HapyllleHueM TMOTOOTACIEHUsI, PACCTPONCTBAMU
MouercnyckaHus (ydailleHHOe, 3aIepXKKH, HelepKaHue),
3aropaMy M peaKko — HeaepxaHuem Kaia. MMmoTeHuus
y OOJIBHBIX C MYJIBTUCUCTEMHOI aTpodueil MOXeT pa3Bu-
BaThcs 3a 5—10 JieT 10 MOSIBAEHUST IPYTUX KIMHUYECKUX
MPOSIBJICHUIA.

IloBeneHueckue paccTpoiicTBa a3bl OBICTPOro CHa
SBJSIIOTCS PACPOCTPAHEHHBIM CUMIITOMOM MYJbTHU-
cucteMHolt arpoduu. OOCTpYKTUBHEBIE alTHOD BO CHE
TaKXe SBJSIOTCS YaCThIM CUMIITOMOM MYJIBTUCUCTEMHOM
aTpoduM U aCCOLMUPYIOTCS C BHE3aMHOW CMEPTHIO BO
BpeMs CHa.

K npyrum KIMHUYECKUM MPOSIBICHUSIM MYJIbTUCHU-
CTeMHOU aTpodUU OTHOCSATCS HApYIIEHUS TJIOTAaHUS U
pe4yu, AUCTOHUS, MaTOJOTUYECKUE CTOMHBIE 3HAKU U
runeppediexkcus. K 6onee peakuM KIMHUYECKUM IPO-
SIBJIEHUSIM MYJIbTUCUCTEMHON aTpo(uu OTHOCAT cja-
00CTb B KOHEYHOCTSIX, 9MOLIMOHAJIbHYIO JIAOUJIbHOCTD,
MUOKJIOHYC.

MNHcTpyMeHTAIbHBIE METOIbI AMATHOCTHKH. J] 0110 THYI -
TeJIbHbIE METOJIbI MCCIIEIOBAHUS — KapAMOBaCKYJISIpHbIE
BEreTaTUBHbBIE TECThI, 3JeKTpoMuorpadus aHaJIbHOTO
chuHKTepa, KapauaabHas CUUHTUIpadus, UCClIeI0BaHIe
TpaHCIopTepoB monamuHa, MPT romoBHoro mosra — B
HEKOTOPBIX CJIyyasiX MOTYT ObITh TIOJIE3HbI B JUATHOCTUKE
MYJBTUCUCTEeMHOM aTpodun. OgHaKO OOJBIIMHCTBO MC-
cJIeJOBaHUI C UCITOJb30BAHUEM ITUX JUATHOCTUYECKUX
METO/IOB ITPOBOAWIMCH HAa MO3IHUX CTAAMSIX 3200JIeBaHUST, U
MX JMArHOCTUYeCKasi IEHHOCTh HA PAHHUX CTaIUSIX MYJIBTU -
CUCTEMHOI aTpoduu 0 HACTOSIIIETO BpeMEHU HEU3BECTHA.

Ha MPT y 601bHBIX C MYyJBTUCUCTEMHOM aTpodueit Mo-
JKeT 00HapyKMBaThCs aTpodust MO3XKeuKa ¥ CTBOJIa MO3ra,
a Takxxe aTpodust U TUMOAEHCUBHOCTb CKOPJIYIIBI.

Ilo3uTpoHHass aMuccUOHHasT ToMorpadusi U ogHO(hO-
TOHHas SMUCCUOHHAs KOMITIbIOTepHasi Tomorpadus noxka-
3bIBAIOT 3HAUUTEIBHOE YMEHbIIEHNE CTPUATYMHBIX TOTTaMU-
HepruyecKux TepMuHaeil y 60JbHbIX C MYJIBTUCUCTEMHOMN
arpodueit, 0HAKO BbIlLIETIePeYUCIEHHbIE UCCIIEIOBAHUS HE
0Ka3bIBaIOT MOMOIIY B 1 depeHIINATbHON TMarHOCTUKE
MYJBTUCUCTEMHOI aTpoduu ¢ 6ojie3Hbio I[lapkuHcoHa.
Iunomeraboau3M B CKOpJIyIE, CTBOJIE MO3ra U MO3XeuKe

MOKET ObITh OTJIMYUTESbHBIM MPU3HAKOM MYJIBTUCUCTEM -
HOM aTpoduu, BbISIBJSIEMbIM ITPU POBEIEHUU MO3UTPOHHO-
SMUCCHUOHHOU ToMOTpaduu.

KapanoBackyisipHble U IpyTrie BereTaTUBHbIE TECThI
MOTYT BbISIBUTh Pa3/IMUHbIE ACTIEKThl BEreTaTUBHON Hell0-
CTaTOYHOCTH, OJJHAKO IMArHOCTUYECKAas LIEHHOCTb 3TUX
TECTOB OrpaHUYEHA.

B Hacrosgimee BpeMs 1MarHo3 MyJIbTHCHCTEMHOI aTpo-
¢uu ycraHaBIMBaeTCsd Ha OCHOBaHMM HOBbIX (2007 r.)
JUATHOCTHYECKUX KPUTEPHEB MYJIbTUCHCTEMHOI aTpoduu,
KOTOPBIE COCTOST U3 4 yacTeil.

Yacmo 1. Kpumepuu eeposmHoil MyabmucucmemHoll
ampoguu.

Cnopaauyeckoe Iporpeccupyloliee 3abojaeBaHue ¢
nebioToM B Bo3pacte ctapiie 30 JIeT, XapaKTepu3yrolieecs
CJIeIyIOIIMMU MPOSIBICHUSIMU:

— BeretaTMBHasl AMCQYHKLMS, TPOSIBISIOLIAsCS He-
JIep>KaHueM MOYM (HeCIIOCOOHOCTb KOHTPOJIUPOBATh MO-
YerCIyCKaHue, C 9PEKTUIbHON TUC(HYHKIMENH Y MY>KUKH),
WJIX OPTOCTATUYECKOE CHUXKEHUE apTePUAIbHOTO TABJICHUS
BTeueHue 3 MUHYT IOoCIe BCTaBaHUsI KaK MUHUMYM Ha 30 MM
PT.CT. U1 CUCTOJIMYECKOTO JaBJICHUS UM Ha 15 MM PT.CT.
IS IMACTOJIMYECKOTO JaBJICHUS U

— IUIOXO MOAJAOLIMICS JICUEHUTO JIEBOLOIION NMapKUH-
COHU3M (OpaauKMHE3UsI C PUTUIHOCTHIO, TPEMOPOM WJIU
MOCTYpaJIbHOM HEYCTOMUYMBOCTbHIO) WU

— MO3XEUYKOBbIII CUHIPOM (aTaKCHsl IMPU XOIbbe ¢
MO3XXEUYKOBOW AMU3apTpUEi, aTaKCUs KOHEYHOCTEN WJIU
MO3KEUKOBBIE TJ1a30/IBUTaTeIbHbIE HAPYIIEHUS).

Yacmo 2. Kpumepuu 803MONCHOU MYAbMUCUCMEMHOU
ampoguu.

Crniopaauyeckoe nporpeccupymoliee 3adoaeBaHue ¢
neboToM B Bodpacte ctapiie 30 JieT, XapakTepu3yloleecst
CJIeIyIOIIMMHU MPOSIBICHUSIMUA:

— TMapKUHCOHU3M (OpaauKMHE3Usl ¢ PUTUIHOCTHIO,
TPEMOPOM WJIU MOCTYPaIbHOI HEYCTONUMBOCTbHIO) WU

— MO3XEUYKOBBI CUHAPOM (aTakcHsl MPU XoaboOe ¢
MO3XEUKOBOW NTU3apTpuell, aTaKCusi KOHEYHOCTE WiIn
MO3KEUKOBbBIE TJ1a30JBUTaTeIbHbIE HAPYILIEHUS) U

— 110 KpailHeW Mepe OAUH IPU3HAK BEreTaTuBHOM
MUCHYHKIMU, HE CBA3aHHBIA C KAKUM-JTUOO APYTUM 3a-
0oJieBaHUEM (JIOXKHbBIE MO3bIBbI K MOYEUCITYCKAHUIO, y4a-
IIEHHOe MOYEHCITyCKaHUe WM HEIOJHOE OMOPOXKHEHHUE
MOYEBOTO Ty3bIPsi, 3peKTUIbHAS TUCHYHKIUS Y MYKUUH
WJIY 3HAYUTEJIbHAS OPTOCTaTUYECKAsi TUTIOTEH3MST, KOTOpast
HE COOTBETCTBYET YPOBHIO, HEOOXOIMMOMY JUISI KDUTEPUEB
BEpOSITHOI MYJIETUCUCTEMHOI aTpodun), 1

— 10 KpaiiHe Mepe OJMH JOIOJHUTEbHBIN ITPU3HAK,
YKa3aHHBII B 4acTH 3.

Yacmeo 3. JlonoanumenvHvie NpU3HAKU 03MONCHOI MYAb-
mucucmemHol ampoguu.

BosmoxkHast MyasTHCHCTeMHast aTpodust (MTapKUHCOHU -
yecKast Wi MO3XeuKoBast (popma):

— TIOJIOXKUTENBbHEIN pedieke badbuHckoro ¢ runepped-
JIEKCUEW;

— CTpPUAOP.
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BosmoxkHast MmysnsTucuctemMHasi aTpodust (mapKUuHCO-
HU4eckas popma):

— OBICTPO MPOTPECCUPYIOLINI MAPKUHCOHU3M;

— TJIOXO1 TepareBTuIecKuit a(pheKT JIeBOIOTbI;

— TOCTypaJibHasl HEYCTOMYMBOCTb, Pa3BUBIIASICS B Te-
yeHue 3 JIeT Tocsie MOsIBIEHUS] IBUTATEIbHBIX CUMIITOMOB
3a00JIeBaHNUS;

— arakcus pu Xoap0e, MO3XXeUKOoBasl IN3apTpUsl, aTaK-
CHsl KOHEYHOCTE! MJIM MO3XEUKOBBIE TJ1a30/IBUTATEIbHbIE
HapyIlIeHUS;

— nucarusi, pa3BUBIIAsICS B TEYEHUE S5 JIET MOCJIE TI0-
SIBJIEHUSI IBUTATEJIbHBIX CHUMIITOMOB 3a00JIEBaHNSI;

— aTpodusi CKOPJYMbI, CPEIHUX HOXEK MO3Xeuka,
MocTa M Mo3xkeuka Ha MPT,

— TUTNoMeTaboIM3M B CKOPJIYTIE, CTBOJIE WJIU MO3XKEUKe,
BBISIBJICHHBIN npu npoBeneHuu [19T ¢ pmooponeokcu-
TJIIOKO30M.

BosmoskHast mynsTucucteMHast atpodust (Mo3XeuKoBasi
dopma):

— MAapKUHCOHU3M (OpaguKUHE3UsI WA PUTUIHOCTD);

— atpodus CKOPJIYIIbI, CPETHUX HOXEK MO3KeuKa UIn
mocTta Ha MPT;

— TUINomMeTaboIn3M B CKOPJYIE, BBISBACHHBIN MpU
nposeaeHnu [19T ¢ GpIroopoaeoKCUTITIOKO301;

— MpecuHanTuyecKasi HUrpocTpuaabHasi JomaMUHep-
ruyeckasi AeHepBalus, BoIsiBIIeHHas ¢ moMoibio SPECT
u 19T

Yacme 4. llpusnaku, noomeepicdaroujue 0uazHo3 mynb-
mucucmemHoil ampoghuu, u nPpU3HAKU, He XapaKkmepHvle 045
MYAbMUCUCIEMHOU ampoghuu

[MpusHaku, moATBepXkaAIOIINE UArHO3 MYJTBTUCUCTEM -
HoIt aTpoduu:

— opodacianbHast TUCTOHUS

— JAUCTIPOTNIOPLUOHATIBHBIN aHTEPOKOJLIUC;

— KaMNTOKOpMUs (BbIPaXKEHHbI HAKJIOH TYJOBUILA
Briepen) u/unu cuHapom I[1u3bl (BbIpakeHHBI HAKIOH
TYJIOBUILIA BOOK);

— KOHTPAKTYpbl KUCTEH PyK WJIU CTOII;

— JbIXaTeIbHbIC HApYLIEHUS,;

— BbIpaxkeHHasi TUCHOHUS;

— BbIpaXKeHHas 1U3apTpusi;

— HEIAaBHO IOSBUBIIMMICS WKW YCUJIMBIIMICS Xpall;

— XOJIOJIHbIE JIAJIOHU U CTOIIBI;

— I1aTOJIOTUYECKUIA CMEX WJIH T1J1ay;

— TOJTYKOOOPA3HbBIN, MUOKJIOHMYECKUI TOCTYPATbHBIN,/
KMHETUYECKUIA TPEMOP.

IpusHaku, He XxapakTepHble I/ MYJbTUCUCTEMHOM
arpodumn:

— KJIACCUYECKUIt TPEMOP MOKOSI MO TUTTY «CKAThIBAHUS
MWTIONb»;

— KJIMHUYECKU 3HauMMasi HelporarTusi;

— HE UHAYLMPOBAHHbBIE JIeKapCTBAMU TaJUTIOLIMHALIVK;

— HayaJio 3a0oJyieBaHus mocJie 75 JeT;

— HAacJIeICTBEHHbII1 aHAaMHEe3 aTaKCUW WU MapKUHCO-
HU3Ma;

— JeMEeHIIus;

— oyaru MopaxeHus1 OeJoro BelIecTBa, XapaKTepHbIe
LTSI pACCESTHHOTO CKJIEpO3a.

J1o HaCTOsIIero BpeMeH! AMAarHo3 MYJbTHUCUCTEMHOM
aTpo(uu OCHOBBIBAETCS HA KIMHUYECKUX TaHHBIX.

JuddepeHunanbHas amarHocTuka 6oe3nu [lapkuHco-
Ha U MYJIBTUCHUCTEMHOI aTpo(un 4aCTO MOXKET BbI3bIBATh
3aTpyaHeHus. Hannuue MO3KeYKOBBIX U TUPAMUIHBIX
CHMIITOMOB, BbIpaX€HHbIE BereTaTUBHBIE PACCTPONCTRA,
10Xoi 3 eKT mpenapaToB JIEBOAOMNLI MOTYT CIYXHUTh
MpU3HAKaMM, OTJIMYAIOIIMMU MYJIBTUCUCTEMHYIO aTpO(UIO
ot 6one3nu Ilapkuncona. Ho a3ty u psio apyrux nposiBiie-
HUI MYJIBTUCUCTEMHOM aTpoUM MOTYT BCTpeYaThCsl U ITPU
MHOXECTBE IPYIMX HEBPOJOTMYECKUX 3a00JIeBaHUI, YTO
CYIIECTBEHHO OCJIOXKHSIET TUAarHOCTHUKY.

Kpowme 6osie3nu IlapkuHcoHa, Mpu MpoBeaeHUn aud-
depeHIaIbHOM TMarHOCTUKY MYJIBTUCUCTEMHOI aTpohuu
B MEPBYIO 0Yepe/ib BaXKHO paccMaTpuBaTh Apyrue hopMbl
napkuHcoHu3sMa. Pexe MyJIbTUCHCTEMHYIO aTpOdUIO PpU-
XonuTcs nuddepeHIMpoBaTh ¢ TaKUMU 3a00JI€BaHUSIMMU,
KakK CIIMHOLepeOeIsIpHble aTaKCUM, TMO3JAHee Havyaao
arakcuu Ppuapeiixa, LiepeOPoBaACKYISIpHbIE 3a001eBaHUSI,
MepBUYHO-TIpOrpeccupylolas hopma paccessHHOrO CKiie-
po3a, 60KOBOI aMUOTPOPUUECKUIA CKIEPO3.

Hawubonee pacnpocTpaHeHHBIMU NPUYMHAMU CMEPTU
MpU MYJBTUCUCTEMHON aTpoduu SIBASIOTCS BHe3amHast
CMEPTb BO CHE HESICHOI 9THOJIOTMU, aCTIMPALIMOHHAs TTHEB-
MOHUSI BCJIEACTBUE HAPYILIEHU I TIIOTaHUSI, OpTOCTaTUYeCKast
TMTIOTEH3US U IpYyTHeE.

AeMeHLlMﬂ C TeAbyamu NeBu

Kinanyeckue nposiBjieHns1, 0COOEHHOCTH TeYeHHSI.
KitroueBbIM Mpr3HAKOM IMAarHOCTUKY JIeMEHIINY C TeJIblia-
MU JIeBU SIBIIETCSI IPOTPECCUBHOE YXYAIIIEHNEe KOTHUTUB-
HBIX (QYHKIINI, BRIpaXKEHHOE HACTOJIBKO, UYTO 3aTPYIHSCT
BBITIOJIHEHME COLIMAJIBHBIX 1 ITPO(deCCHOHAIBHBIX HABBIKOB.

K KOrHUTHBHBIM pacCcTpOMCTBAM, OTINYAIOIINM JeMEH-
LUIO ¢ TestblaMu JIeBU OoT 00J1e3HU AJTbLreiiMepa, OTHOCST
0oJiee BbIpaXKEHHOE HApyLIEHWE BHUMAHUS U MCITOJIHU-
TeTbHBIX (PYHKIIMIA, a TAKXKE 3pUTEIbHO-TIPOCTPAHCTBEHHbBIE
HapyiueHus. s neMeHIuu ¢ TeJblamMiu JIeBU XxapaKTepHbI
KOTHUTUBHBIE (DJIYKTYalli, KOTOPbIE MOTYT HAOIIOIAaThCs
yXe Ha paHHUX CTaausx 3a00JieBaHUS U MPOSIBISIOTCS
SMU30JAMHU CITyTAHHOCTU CO3HAHUS U YXYAILLICHUs UHTEJI-
JIEKTyaJIbHO-MHECTUUECKUX (PYHKLMI, Yepeayloliuecs ¢
HOPMAaJIbHBIMU (MY OJIM3KUMU K HOPMAJIbHBIM ) COCTOSIHU -
aMu. Haamume KOrHUTUBHBIX (DJIYKTYallii MOBBIIIAET PUCK
CcMepTHU Y O0JIbHBIX JeMEHIIMEl ¢ TeblamMu JIeBu.

JpyruMu MCUXUYECKUMU PACCTPOICTBAMU Y OOJIbHBIX
IeMeHLKel ¢ TenbluaMu JIeBU SIBJISIIOTCSI 3pUTE/IbHBIC Tajl-
JIIOLUMHALMY U TAJUTIOUMHALMU B APYTMX MOJIAJbHOCTSIX
(CyXoBbI€, TAKTUJIbHBIE), ICMIPECCHUSI U Pa3IMUHbIC HAPY-
LIeHMs cHa (paccTpoiicTBa (ha3bl ObICTPOrO CHA, Upe3MepHast
JIHEBHASI COHJIMBOCTD U JIp.).

HNmMmeroTcs pa3nnuusg NapKUHCOHM3MA Y OOJIbHBIX C
neMeHuuei ¢ enbuaMmu JleBu u ¢ 6oe3nbio [TapkuHcoHa.
[Ipu nemeHmu ¢ Tenbuamu JleBu HabmogaoTCs 6oiee BhI-
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paxkeHHasl TIOCTypabHasi HEYCTOMYMBOCTh M HapyIllIeHUe
XONIbOBI M MEHee BhIPaskeHHBIM TpeMOop TToKosI. BbipaxkeHHast
YyBCTBUTEILHOCTh K aHTUTICUXOTUYECKUM TIperapaTam
HabromaeTcs y 6os1ee YeM TOJIOBUHBI JIUIL C IeMEHIINEH ¢
TenbliamMu JIeBu u acconmupyeTtcs ¢ 6oJiee KOPOTKOM MPo-
JOJIKUTETbHOCTBIO KU3HU 3TUX OOJIBHBIX.

JInarHo3 JeMeHIUU ¢ TeabliaMu JIeBU Takxke Toj-
TBEPKIAETCS TAKMMU TOTIOJTHUTEbHBIMU TTPU3HAKAMU,
KaK TIOBTOPSIIOIINECS MaJeHUST U CHHKOTIE, TaJUTIOIIMHAIINHT
B APYTUX MOIATBHOCTSX, 3PUTEIBHO-TIPOCTPAaHCTBEHHBIC
paccTpoicTBa M BereTaTUBHBIC HAPYIIIEHUSI.

NHcTpymMeHTaIbHBIE METOABI AMATHOCTUKHU. Heiipo-
Bu3yanu3anoHHble gaHHbele (MPT u op.) He mo3BOISAIOT
MOATBEPAUTDL TMATHO3 JAEMEHIIMK ¢ TeabliaMu JleBu, HO
MOTYT OKa3aTh MIOMOIIb MPU TpoBeaeHNN TuddepeHIu-
aJTbHOM TMarHOCTUKY C COCYIUCTOM AeMEeHIIUEH U IPYTUMU
3a00JIEBaHUSIMU.

Ha MPT y OonpHBIX ¢ meMeHLMel ¢ TeabnaMu JleBu
YacTO BBISIBJISIETCSI TeHepaTM30BaHHas aTpOhUs TOJIOBHOTO
Mo3ra.

IIpu nposegenuu 13T u SPECT onpenensiorcs
YMEHBIIIeHUE TPAHCTIOPTEPOB JOITaMUHA B XBOCTATOM SIIPE
U CKODJIyTle, HUTPOCTpUAIbHasl JeTeHepalnsl U OKIIUITN-
TaJbHas TUIonepdy3usi, YTO MOXKET 0Ka3aTh MMOMOIIb MTPU
npoBeaeHUN T depeHINaTbHOM AMATHOCTUKY IEMEHIINHI
¢ teablaMu JleBu 1 6one3Hu AnbireiiMepa. Y HeOOIbIIOMN
yacTy OOJIbHBIX IeMeHIIMeH ¢ TeJbliamMu JIeBU He oTMevaeTcst
MaTOJIOTUIECKMX U3MEHEHM I TTPY IIPOBEIEHN U UCCIIeI0Ba-
Hust SPECT.

Jluarno3 nemeHuu ¢ Tesibiamu JleBu ycranaBauBaeTcst
HA OCHOBAHMH TUATHOCTHYECKNX KPUTEPHEB 3200/IeBAHNS,
KOTOpBIE BKITIOUAIOT LIEHTPAIBbHBIN PU3HAK, OCHOBHBIE, Ha-
BOJISIIIIME U IOTTOJTHUTEIbHBIE TPU3HAKU. TakKe B KpUTEPH -
SIX BBIACJISTIOT CUMITITOMBI, HAJTMIME KOTOPBIX HE XapaKTepHO
IUTST IeMEeHIMK ¢ TesbliaMu JIeBu, a B TTOCJIEIHEM ITyHKTE
KpUTEpUEB U3JIaraeTcs Mocjiea0oBaTeJIbHOCTb Pa3BUTHUS
CHMIITOMOB TIPHM 3TOM 3a00JIeBaHUU:

LleHTpanbHbIN IPU3HAK:

— TIporpeccupyronias 1eMeHIIHSI.

OCHOBHBIE TIPU3HAKU:

— KOTHUTHUBHBIE (DIIYKTYalluM;

— PeLMIUBUPYIOIINE 3pUTEIbHBIE TALTIOLMHAIINN;

— TapKUHCOHU3M.

HaBongiue npusHaku:

— MOBeACHYECKNE pacCTPOiicTBa B (ha3e OBICTPOTO CHa;

— BbIpaxkeHHast YyBCTBUTEJIbHOCTh K HEMPOJIENTUKAM;

— HUM3KWI ypOBeHb HAKOILJIEHUSI TPAHCTIOPTEPOB JI0-
MaMuHa B 6a3aJIbHBIX TAHTJIMSX, BBISIBIEHHBIM C TTOMOIIILIO
SPECT unu PET.

JloToTHUTETbHBIE TIPU3HAKU:

— TIOBTOPSIIONIMECS TaAeHUs] U CUHKOTAJbHBIE CO-
CTOSTHMS;

— TPaH3UTOPHBIE MOTEPU CO3HAHUS

— opTocTaTuyeckasi TUITIOTeH3Us, HellepXKaHUue MOYM;

— TaJUTIOLIMHALINM;

— CUCTeMaTU3WPOBAHHBIN Open 1 MaHWM;

— JieTipeccusi;

— 3PUTEJIbHO-TPOCTPAHCTBEHHbIE PACCTPOICTRA;

— OTHOCUTEJIbHASI aHATOMUYECKAasi COXPAHHOCTb CTPYK-
TYP BUCOYHBIX J0JI€H MOJyLIapUii TOJJOBHOIO MO3ra Ipu
uccnenoBanuu ¢ nomoubio KT nan MPT;

— reHepaju3oBaHHOe cHUxKeHue nepgy3uu Ha SPECT
i 19T co cHMKeHneM OKIMITUTAJIbHOI aKTUBHOCTH;

— ME/JICHHOBOJIHOBAasE aKTUBHOCTb Ha 3JIEKTPOIHIIE-
(hanorpamMmme ¢ MpUCYTCTBUEM OCTPBIX BOJH B BUCOYHbBIX
OTBE/ICHUSIX.

Ilocaedosamenvrocms pazeumus cumMnmomos

JlnarHo3s neMeHIIUu ¢ TeJbliaMu JIeBu clieyeT ycTaHaB-
JINBaTh, KOT/IA JEMEHIIMS pa3BUIach 10 MapKUHCOHU3MA,
OIHOBPEMEHHO C MApKMHCOHU3MOM WUJIM B TEYEHUE MEPBOTO
rojia mocJie NosiBIeHUsI CUMIITOMOB TAPKUHCOHU3MA.

JemeHuus ¢ Teabuamu JleBu mporpeccupyet ObicTpee,
yeM OoJie3Hb [lapkuHcoHa. CpenaHsisl IpOA0JKUTEIbHOCTh
JKW3HU O0JbHBIX JeMEeHIIMel ¢ Teablamu JleBu coctapisier
MeHee 10 JIeT, y HEKOTOPbIX OOJbHBIX OTMEUYaeTCsl OUeHb
OBICTpOE MporpeccupoBaHMUe 3a00JieBaHUS U CMEPTh B
TedyeHue 1—2 JeT nmocije MosiIBACHUs MePBbIX KITMHUYECKUX
MPOSIBJIEHUI 3a001eBaHMUSI.

Tporpeccupyrowm HOAbSIAEPHbIN NAPAANY

Kninangyeckue NPOSABJICHUSA U ocoﬁeﬂﬂocm TEYECHUA.
[Iporpeccupytoninii HaAbSACPHBIN Mapajuy SIBJSIETCS T'e-
TEPOr€HHbLIM 3a60J‘I6BaHI/ICM, OCHOBHBIMMU IPOABJIICHUAMHN
KOTOPOTO SIBJISTFOTCSI OpaIMKMHE3USI, pUTUIHOCTb, HapyIe-
HUE MOCTYpabHbIX pehJIEKCOB U MaeHMS, TTapaainy B3opa
10 BEPTUKAJIH, TICeBI00YIL0APHBIN Mapainy, KOTHUTUBHBIC
HapylleHUs U ApyTUe pacCTporCTBa.

OJIHI/IM M3 CaMbIX BA2KHBIX JTMAarHOCTUYCCKUX ITPU3HAKOB
ITPOTPECCUPYIOIETO HAABAACPHOTO ITapainya ABJIACTCA I1a-
payiny B30pa IO BEPTUKAIU, KOTOPBII MOXET pa3BUBATbCS
Y2K€ Ha paHHUX CTaauAX 3a0oseBaHus1. CHavana Pa3sBUBaACTCA
ImapaJnyd B30pa BHU3, a IIOTOM — BBEPX. FOpI/ISOHTEU'II)HI)Ie
JOBUXKEHUS TJIIa3HBIX SI0JIOK COXPaHAKTCA MW HApYyIIaroT-
Cd Ha CaMbIX ITO3AHUX CTaOdUAX 0Oosie3HU. Y OOJIBIIMHCTBA
OOJIbHBIX C IIPOTPECCUPYIOIINM HaTbSIACPHBIM MapaIldoM
OIrpaHUYCHUEC ,E[BI/I)KCHI/Iﬁ IJIa3HBIX 10JI0K BOZHUKAET qepes3
HECKOJIbKO JIET ITOCJIEC HaYyaJia 3a60neBaH1/151, ay HEOOJIBIIION
4acTu OOJIbHBIX HE pPa3BUBACTCA COBCEM, YTO CYIICCTBCHHO
OCJIOXKHACT €0 PAHHIOIO TNAarHOCTUKY. OI‘paHI/I‘IeHI/Ie OBU-
JKEHMUS IJIa3HBIX SI0JIOK BHU3 cUUTaeTCs OoJjiee CHGHI/I(I)I/I‘I—
HbIM JUArHOCTUYCCKUM IIPU3HAKOM IIPOIPECCUPYIOLICTO
HaaobAACPHOIO IIapajinya.

K APYTMM TJIa3HBIM CUMIITOMAaM, KOTOPbIC MOTYT
HaOII0maThCs y OOJBHBIX C MPOTPECCUPYIOIIUM Hadb-
AOCPHBIM ITapaIndyoM, OTHOCATCA pACIlJIbIBUATOCTb 3PpCHUA
BCJICICTBYE HApYIIEHWSI KOHBepreHIInu, Ojiehapocna3sm 1
alipakCus BEK.

[NageHus y OOJBHBIX C IMIPOTPECCUPYIOIINM HaIbsIaep-
HBIM ITapaJIndoOM MOI'yT Ha6JI}0,£[aTI:CH YK€ Ha IICPBOM IOy
3a00JIeBaHUS.

JeMeHIUS y OOIBHBIX C MPOTPECCUPYIOIIUM HAIb-
SIIEPHBIM ITapaiidoM MMeeT JIOOHO-CyOKOPTUKATbHBIN
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XapakTep W MpOsIBiIsieTCs] 3a0bIBUMBOCTHIO, 3aMeIJIEHHO-
CThIO MBICJIMTEJIbHBIX TTPOLIECCOB, U3MEHEHNEM JIMYHOCTH
C anaTuei Wiu Jernpeccueid U HapyleHueM BOCTIPUSITUS
HOBOI MHGOPMaLIMKU. Y OOJTBHBIX C AaTUTTUYHBIM TEYEHUEM
MPOrPECCUPYIOLIET0 HAABSIAEPHOIO Mapajinya MOTYT Ha-
omonarbes adaszusi, HapyllleHue Mpakcuca U 3puTesbHO-
MPOCTPAHCTBEHHOTO YyBCTBA.

ITpu nporpeccupyollieM HaabsIIEPHOM TTapajinye Tpe-
MOp BCTpeuYaeTcsl 3HAUMTEIbHO pexe, ueM Tpu 00Je3HU
IMapkuHCcoOHa, 1, KaK MPaBUJIO, OH MEHEE BbIPAXKEH.

st GOJIBHBIX C MPOrPECCUPYIOLIMM HAAbSIIEPHBIM
rnapajJituoM XapakTepHa pa3rubarefibHas Mo3a co clierka
HAKJIOHEHHOM Ha3aJl ToJIOBOM, YTO OTJIMYaeT 3TO 3a0oJie-
BaHMe oT O6osie3Hu [lapkuHcoHa, 1J1s1 KOTOPOIi XapaKTepHa
crubaresibHas mo3a.

[1pu nporpeccupyiollieM HaIbsIAEPHOM Mapainye acru-
pauus Habmonaercsa y 30 % 6oabHBIX. [lucdarus koppenu-
PYET C ITUTEIbHOCThIO 00JIE3HU, YPOBHEM UHBATUN3ALUU
U KOTHUTUBHBIMU HapyumieHussmMu. Hanuune aucdarum
Ha paHHUX CTAIMSIX MPOTPECCUPYIOLIETO HAIbIIEPHOTO
rnapajuya siBjsieTcsi peuKTOpoM OoJiee KOPOTKOM Mpo-
JIOJKUTESIbHOCTU KU3HU TAKUX OOJIbHbIX.

B HacTosiiee Bpemsi BbIIEISIOT HECKOJIbKO Bapu-
AHTOB MPOTPEeCCUPYIOIEro HAAbIAEPHOr0O Mapajiuya,
pa3IMyaIIUXCId KIMHAYECKOW CUMIITOMATUKON U Ma-
TOMOP(DOJTOTMUYECKUMUA U3MEHEHUSIMU: KJIaCCUYEeCKU U
cunapoMm Puuapncona, ITHII-mapkunconusm, ITHII-
HEOCJIOXXHEHHas aKWHE3Us C 3aCThIBAHUSIMU MPU XOAK0E,
ITHII-xopTuko6a3anbHblii cunapoM, ITHII-adazus u ap.,
4TO ellie 60s1ee OCTOXHSIET IMAarHOCTUKY 3TOTO 3a00JIeBaHUS.

HHcTpyMeHTAIbHbIE METOAbI IMATHOCTHKU. Ha MPT y
GOJIBHBIX C MPOrPEeCCUPYIOLIMM HAIbIAEPHBIM MMapaTniomM
MOTYT OOHapYKMBATbCs aTpodus CPeaIHEro Mo3ra U Tak
Ha3bIBa€MbIii CUMIITOM «KOJMOpU», MpeACTaBISIOINI
c000i1 BOTHYTYIO MOBEPXHOCTh BEpXHEH 4acTU CpelHero
Mo3ra (KOTOpblii HAOMUHAET KOJIMOPHY) Ha CaruTTaJbHbIX
MPT-cpesax.

IIpu npoBeneHMU MO3UTPOHHO-3MUCCUOHHOU TO-
Morpauu ¥ ogfHOMOTOHHOM IMUCCUOHHOM KOMIIbIO-
TepHOU Tomorpaduu y O0JbHBIX C IIPOTPECCUPYIOIINM
HaAbsIIEPHbIM MapauyoM OOHApPYXMBAETCS CHUXEHUE
MeTaboau3Ma U nepdy3uu B JOOHBIX MOJISIX MOJYLIapUii
roJIOBHOTO MO3ra U 0azajibHbIX TaHrusx. MccnenoBanue
MeTabou3Ma II0KO3bl C MMOMOIIBIO TO3UTPOHHO-3MUC-
CUOHHOI ToMoTrpacduu y O0JbHBIX C MPOTPECCUPYIOIIUM
HaIbsIIEPHBIM MTAPAJIMYOM MOKAa3bIBAET CHUKEHUE MeTab0-
JIM3Ma ITI0KO3bI B OpOUTO(MPOHTAIBbHOI 001aCTH, CpeaHel
JIOOHO U TTOSICHOI U3BUJIMHAX, TaJlaMyce U CPETHEM MO3Ie
110 CPABHEHUIO C KOHTPOJbHOM IPyINoOi 310POBbIX JIOICH
TOTO K€ BO3pacTa.

JInarnos nporpeccUpyouiero HaabsAAEPHOro napaanda
YCTAHABJIMBAETCA HA OCHOBAHUU €ro AUATHOCTUYECKUX
KpUTepHeB, pa3padoranHbix HanyoHabHbIM HHCTHTYTOM
HEBPOJIOTHYECKHX 3a0oseBanuii u uHcyabToB (CIIIA), a
Takxke OOIECTBOM NMPOrpeCcCUPYIOIIEr0 HAXbIIEPHOTO
napajunya (the National Institute of Neurological Disorders

and Stroke (NINDS) and the Society for Progressive
Supranuclear Palsy).

J1oCTOBEpHbBIi IMarHO3 MPOrpecCrUpyIoNIero HaIbsiaep-
HOTO Mapajnuya:

— KJIMHUYecKasl KapTHHA BEPOSITHOTO MU BO3MOXKHOTO
MPOTPECCUPYIOLIETO HABSIIEPHOTO Mapajinya Ioc TMcTo-
MaToJIOTMYeCKHe 10Ka3aTeIbCTBA 3TOT0 3a001eBaHUSI.

BeposiTHBII TMarHo3 Mporpeccupyloero HaabsiIEPHOTO
napajuya:

— TOCTENEHHO Mporpeccupyoliiee 3adboseBaHue ¢ Ha-
yajoM B Bo3pacte crapiie 40 JeT;

— HaIbSJAepHBbIN BEPTUKAIbHBII Mapaiuy B3opa U
MoCTypasibHasi HEYCTOMYMBOCTD C MANEHUSIMU B TeUEeHUE
MepBOro rojia 601e3HU;

— OTCYTCTBUE APYIUX 3a00JI€BAHUI, OOBSCHSIOLLMX Bbl-
IIEONMCaHHbIE HAPYIIEHUSI (CM. KPUTEPUM UCKITIOUEHMST).

Bo3MOXHBII 1MarHO3 MPOrpecCUpyIoIero Haabsaep-
HOTO Mapajauya:

— TMOCTEINEHHO Mporpeccupyoliiee 3adboeBaHue ¢ Ha-
yajoM B Bo3pacte crapiie 40 JeT;

— HaIbsIAEPHBI BEPTUKAJIbHbBIN Mapainy B3opa WIK
3aMeIJIeHUe TTPOU3BOJIBHBIX ABMXKEHUI TJIa3HbIX SI0JIOK 110
BEpPTUKAJIM U TTOCTYpaJibHAsI HEYCTOMUYMBOCTb C MaJCHUSIMU
B TEUEHME TIEPBOTo rojia 00JIe3HU;

— OTCYTCTBME APYIrux 3a00JieBaHU1, OOBSICHSIOINX
yYKa3aHHbIE BbIIIE HAPYIIEHUS (CM. KPUTEPUU UCKITIOUCHUS ).

Kputeprn UCKITIOUEHMSI ISl TPOTPECCUPYIOLIETO Hab-
SIIEPHOTO Tapajiunya:

— HEJIaBHO MepPeHECEHHbIN dHIIe(haTUT;

— CUHIPOM «9y3KO# pYK1», KOPKOBBIE UYBCTBUTETBHbBIE
HapylleHu s, JIOOHAsI WJIM BUCOUHO-TEMEHHast aTpousi;

— TaJUTIOLIMHALIMY UJIU Opej1, He CBSI3aHHBIE C TOTaMU-
HEpruyeckKom Teparuei;

— aJbLUreiiMEepOBCKUIA TUIT KOPKOBOM JAeMEHIIUN (BbI-
paxkeHHast aMHe3UsI U aa3usl WIU arHO3US);

— paHHME MO3KEUKOBBIE CUMITTOMBI WJIM OECTIPUUMHHAS
NU3aBTOHOMUS (3HAYUTETbHASI TUTIOTECH3US MJIU HApYILLIEHUST
MOYEHUCIYCKaHUSI);

— BbIpaXXEHHbIE aCUMMETPUYHbIE TADKUHCOHUYECKUE
MPU3HAKU (Harpumep, OpaauKruHe3us);

— HelpoBM3yaJIM3allMOHHbIE TaHHBIC O HAJIWYUU
CTPYKTYpPHOI aToJI0OTUM (Harpumep, MH(GapKThl B 00J1aCTH
0a3aJIbHBIX TAHTJIMEB WJIM CTBOJIa MO3Ta, IOOHAast aTpodus);

— 00JIe3Hb YUIIIJIa, B cJydyae HEOOXOAUMOCTH TOJI-
TBEePKJICHHAas! TaHHBIMU TTOJIMMEepa3HOoi LIEMMHOM peaKilnu.

[TonTeepxnatonue kputepuu [THIT:

— CUMMeTpUYHAasi aKMHE3USI WJIK PUTUTHOCTD, O0JIee BbI-
paxkeHHasl B TPOKCUMAaJIbHBIX, YeM B IUCTAIBHBIX, OTIEAX;

— TaTOJOTUYECKUI HAKJIOH TOJIOBBI, 0COOCHHO PEeTPO-
KOJLJTNC;

— HM3KUI TepaneBTUYeCKUil 3 HEKT NI OTCYTCTBUE
addekTa pu JeUyeHU NMapKUHCOHU3MA TperapaTaMu
JIEBOJIOTIBI;

— paHHee pa3BUTHE IU3apTPUU U TUCharuu;

— paHHee pa3BUTHE KOTHUTUBHBIX HAPYIIIEHU, BKITIO-
YalIluX Mo KpaifHeil Mepe ABa M3 MePeUrCICHHBIX TPU-
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3HaKOB: amnaTusi, HapylmeHUsI a6CTpaKTHOFO MbIIJICHUA,
CHUKEHUE OErJIOCTU pe€un, HApymi€HA MOBCACHUA NIN
JIOOHBIE CUMIITOMBI.

NuBanmuausanus, MPorHo3. Yxe depes 3 roga mocie
HayaJsia 3a00JieBaHUs MOJOBUHA OOJIbHBIX C Iporpeccupy-
IOIIMM HaaAbAACPHBIM ITapaJIMdYOM HE MOXKET MEPCABUTATHCA
0e3 MOCTOPOHHE! TTOMOIIIN.

OCHOBHOI MPUINHOM CMEPTU OOJIBHBIX C IPOTPECCUPY-
IOIIMM HAaABAOCPHBIM IMapaIndoOM ABJIACTCA pa3BUBILIAACA
BCJICACTBUC HAPYLICHUA ITIOTaHUA aClIMpallMOHHasA ITHEB-
MOHUA.

Koptnkob6a3anbHAs AereHepauyms

KoptukobazanbHas nereHepalusi — HelipojaereHepa-
TUBHOE 3a0oJieBaHUe, XapaKTepuayloleecs aTpodueit,
TJINO30M U Tay-MMMYHOPEaKTUBHBIMU TTATOJOTUIECKUMU
M3MEHEHUSIMUA B CEPOM M OeJIOM BellleCTBe HEOKOpTEeKca,
6a3aTbHBIX TAHTJIMAX Y YePHOM CYyOCTaHIIVY.

Knnanveckas kapruHa. CpeaHuii Bo3pacT aebiora
KOPTUKOOA3aIbHOM JeTeHepau cocTaBiseT 63 rona.
Knunnyeckast KapTuHa KOPTUKOOA3aIbHOM nereHepaliu
MPOSIBISIETCSI aCUMMETPUYHBIM MApKUHCOHU3MOM, MIEO-
MOTOPHOM anmpakCUer pyKu, TUCTOHUEH, MUOKIOHYCOM,
HapyllleHueM PaBHOBECUS M XOIbOBI, TOOHOU IeMeHIIN-
eil, "3MeHeHueM peun (au3apTpusi, aOHUSI) U IPYTUMU
MCUXUIECKUMU HapyIIeHUSIMU (arartusi, Aempeccus, mo-
BeJieHYECKe U TMYHOCTHBIE M3MeHeHus1). Kpome aroro, y
OOJIBHBIX C KOPTUKOOA3aJIbHOM IereHepalneil MHOTIa MOTyT
HabI0aaThCs TUTIEppedIIeKCHs, TaTOJIOTUYeCKHE CTOITHBIE
¥ CyOKOpTHKaJIbHbIE pedIeKCh 1 MO3XXEUKOBBIE 3HAKU.

HawnbGonee pacnpocTpaHeHHBIMU MAPKUHCOHUIECKUMU
TPOSIBIIEHUSIMU KOPTUKOOA3aTbHOI IeTeHepalli SIBIISTIOTCS
purugHocTh (92 % ciyyaeB), OpaIuKMHE3UST M HAPYLICHUS
xonb0bI (110 80 % ciyuaeB). JIMCTOHUST PyKU HAOII0daeTCs
v 59 % GOBHBIX C KOPTUKOOA3AIbHOM iereHepalyeii B OT-
JIN9Ue OT TUCTOHUY TYJIOBUILIA MY HOT, KOTOpasi Py 3TOM
3200JIeBAHUU BCTPEYAETCS TOBOJBHO PENKO.

Tpemop moxost y 60IbHBIX ¢ KOPTUKOOA3aIbHOM Jere-
Hepartueit HabmonaeTcs B 29 % ciydaes, 4To eliie GoJIbIie
3aTpyaHseT auddepeHIIMaaIbHYIO IMarHOCTUKY ¢ 001e3HbIO
ITapkuHcoHa.

CnenuduieckuM IposIBIeHUEM KOPTUKOOa3albHOM
JereHepaluy SIBISIETCS CUMIITOM «4yXoi pyku» (alien
hand phenomenon), Kotopslii HaGogaercs B 60 % ciryyaes
9TOro 3aboseBaHus. CUMIITOM «4y>KOM PYK» IIPOSIBIISIETCS
HeCIOCOOHOCTHIO 0CO3HABATH M KOHTPOJIMPOBATh AECTBUS
ONTHOM M3 PYK, KOTOpasi He MOAYMHSIETCS POU3BOJILHOMY
KOHTpoT10. CUMITOM «4y>KOil pyKH» JOCTATOYHO XOPOIIO
npencrasieH B duiabme o Iappu IlotTepe, rae ogHOMY U3
MePCOHAXKE!N MPUXOAUTCS OOPOTHCSI C COOCTBEHHOU PYKOI,
KOTOpasi XoUeT ero 3aAyIITh.

W Bce e HanboJ1ee 4acTo NEPBLIMU MPOSIBICHUSIMU KOP-
THKOOA3aJIbHOM JAeTeHepallny SBJSIOTCS] HEJTOBKOCTD B pyKe
(50 % cityyaeB), HapyLueHus Xoas0bI (36 %), ONHOCTOPOHHSS
6osie3HeHHas1 napecresusi (29 %), no6Hast nemeHmst (21 %),
nanenus (21 %), nusaprpus (14 %), nenpeccus (7 %).

KorHuTtuBHBIe HapyllleHUs B Hauyajae 3aboeBaHUs
MeHee 3aMeTHbBI, YeM JBUTATeIbHbIE, HO MO3Ke HapacTaloT
10 Mepe IporpeccupoBaHus 3abojieBaHus. JeMeHIus y
OOJIbHBIX C KOPTUKOOA3aIbHOM JereHepaleil MoxXeT Kak
MPUCYTCTBOBAThH B CAMOM Havasie 3a00JieBaHusI, TAK U BOBCE
OTCYTCTBOBATb IaXKe Ha €T0 MO3THUX CTATUSIX.

OnucaHbl aTUMUYHbIE CTydyad KOPTUKOOA3aIbHOM Jere-
Hepalyy ¢ CUMMETPUYHBIM HAYaJIOM U OTCYTCTBUEM TaKMX
TUTTAYHBIX TPU3HAKOB TAHHOTO 3200/1eBaHMsI, KAK CHHIPOM
«4y3KOii PyKU» U AMCTOHUS PYKH, UTO elle 0oJiee YCIOXKHSIET
€ro TMarHOCTHUKY.

Junarno3, muddepeHumanbHASA TMATHOCTHKA, TUATHOCTH-
yecKre Kpurepum. [luarHocTuuyeckve OlMOKY MpU MocTa-
HOBKE TMarHo3a KOPTUKO0a3aIbHOM AereHepaliiy CIyJaroTcst
OUYEHb YACTO, HECMOTPSI Ha HAJTMUME HEKOTOPBIX XapaKTEPHBIX
MPU3HAKOB JaHHOTO 3a0oJyieBaHMs. JluarHocTuyeckasl To4-
HOCTb ITPH MIEPBOM BU3UTE COCTABIISIET TOJIBKO 35 %.

MHoruM 60JIbHBIM ¢ KOPTUKOOA3aIbHOM IereHepareit
OIIMOOYHO BBICTABJSIIOTCS TaKWe NUArHO3bl, Kak 00JIe3Hb
[lapkuHCcoOHa, MporpeccUpyrolnit HaxbsAepHbINA Napainy,
MYJIbTUCHUCTEMHAs aTpodusl, U AMATHO3bI IPYTUX Helipoe-
reHepaTUBHbIX 3a00eBaHUI.

Hwu3kas 107151 6071bHBIX ¢ KOPTUKOOA3aIbHOM IereHepa-
LM ¢ MPaBUIbLHO MOCTaBIEHHBIM AUATHO30M MOXET ObITh
00ycJIOBJIeHA TJIOX0H OCBEIOMJIEHHOCTbHIO HEBPOJIOTOB 00
9TOM 3200JIeBaHUU.

Cy11ecTBYIOT pa3HOOOpa3Hble AMArHOCTUYECKHE KpU-
TEpUU AUATHOCTUKU KOPTUMKOOA3aIbHON NereHepauuu 1
KOpTHKOOa3aibHOro cuHapoma (KeMOpumkckue Kputepuu,
kputepuun TopoHTO U Kputepuu Maiio) (2013).

KiuHuueckre KpUTepuu BEPOSITHOM CIIOpaainvyecKoit
KOPTUKOOA3aJbHOM JeTeHepaluu:

— MOCTeNeHHOe HayaJlo U MPOrpecCupoBaHUE;

— HaJiMuue CUMIITOMOB HEe MEHee OIHOTO ToJ1a;

— BO3pacT HavaJia 3aboseBaHus ctapiue 50 JeT;

— OTCYTCTBME CeMeliHOro aHamHe3sa (IBoe U Oosiee
POICTBEHHUKOB);

— BO3MOXHBIE (DEHOTUTIBI (CM. KIMHUYECKHE CUHIPO-
MbI): 1) BEpOSATHBINT KOPTUKOOA3AIbHBII CUHAPOM WU 2)
JIOOHBIN CUHAPOM C MOBEIEHYECKUMU U MPOCTPAHCTBEH-
HBbIMU HapYIIEHUSIMU WU TIEPBUYHO-IPOrpeccupyolias
adasus e o KpaiiHeil Mepe OinH MPU3HAK KOPTUKO-
0a3aJIbHOTO CUHIPOMa,;

— OTCYTCTBME F€HETUUECKOI MyTallMu, CBSI3aHHOM C Tay.

KinuHuueckue KpuTepuu BO3MOXHOI KOPTUKOOA3aTb-
HOM JiereHepaluu:

— MOCTENeHHOe HayaJlo U MPOrpecCupoBaHUE;

— HaJIMYMe CUMIITOMOB B T€UeHUE HE MEHee OTHOTO
roja;

— BO3MOXKHBIE (DEHOTUTIBI (CM. KIMHUYECKNE CUHIPO-
Mbl): 1) BEpOSITHBIN KOPTUKOOA3aIbHBIN CUHAPOM, WK 2)
JIOOHBII CUHIPOM C MOBEIEHYECKUMU U MPOCTPAHCTBEH-
HBIMU HapYIICHUSIMU WU TIEPBUYHO-IPOrpecCUpyolias
adaszus, wim 3) CMHAPOM MPOTPECCUPYIOLIET0 HAbSIAEP-
HOrO mnapajimya IUIoC o KpailHei Mepe OIUH IpU3HaK
KOPTUKO0A3abHOTO CUHIPOMA.

28 Me2KayHapOAHbIA HEBPOIOTHYECKHH 2KypHarl,
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Knuaunyeckune gpeHOTUNBI (CMHAPOMBI), CBSI3aHHBIE C
KOPTUKOOA3aJIbHON IereHepalneit:

— 6eposimHbll KOPMUKOOA3AAbHbLI CUHOPOM. ACHUM-
METPUYHOE TeUeHUE C HaJIMYUEeM IBYX U3 CIAEIYIOIIUX
MPU3HAKOB: a) PUTMAHOCTh U aKMHE3UsI KOHEYHOCTeil; 0)
NUCTOHMS KOHEYHOCTEH; B) MUOKJIOHYC KOHEUYHOCTE U
JIBYX U3 CJICAYIOLIMX TPU3HAKOB: &) alipakCUsi KOHEUHOCTEH,
WM OpOOyKKaJIbHas alpakcusi; 0) KOPKOBbIE YYBCTBUTEb-
HbIe HapYLIEHUS; B) CUHIPOM «4yXkoii pyku» (alien limb
phenomenon);

— BO3MOJICHDLI KOPMUK00a3anbHbLi CUHOPOM. MOXET ObITh
CUMMETPUYHBIM. Hanmuume onHoro U3 ciaenyommx npus3Ha-
KOB: a) pUTUIHOCTb M aKMHE3USI KOHEUHOCTE! ; 0) IMCTOHMS
KOHEYHOCTEH; B) MMOKJIOHYC KOHEUHOCTEIl U OIHOIO U3
CJIEAYIOLIMX MPU3HAKOB: a) anpakcusi KOHEUHOCTENH WU
OpoOyKKajbHas arpakcus; 0) KOPKOBbIE UYyBCTBUTEIbHBIE
HapyllIEeHUs; B) CHHIPOM «UYXOi pyKu»;

— JA00HYLU CUHOPOM ¢ hosedeHuecKUMU U NPOCMPAaH-
cmeeHHbIMU Hapywenusmu. Hanmuuue nByX U3 Cleayolmx
MPU3HAKOB: a) HapPYyIIEHUSI UCTIOJHUTENbHBIX (QYHKIIUIA;
0) moBeneHYECKMEe UM JUYHOCTHBIE PAacCTPOICTBA; B)
3PUTEJIbHO-TTPOCTPAHCTBEHHBIN 1eUIIUT;

— nepsuyHo-npoepeccupylouas agasus (azpammamu-
yeckas ¢gopma). 3aTpyaHeHHas, arpaMMaTUyecKkas peyb
TUTIOC HAJIMYME T10 KpaiiHEel Mepe OJHOIO U3 CIACAYIOIIUX
MPU3HAKOB: a) HApYUIEHUS TOHUMAaHUS TIPEIJIOKEHU TPU
OTHOCUTEJIBHO COXPAHUBILIEMCSI TOHUMAHUU OTIAEIbHBIX
cJI0B; 0) ampakcus peuu;

— CUHOPOM npoepeccupyloujeco Hadss0epHO20 Napalu4a.
Hanuuue Tpex u3 ciaeayrolux Ipru3HaKoB: a) aKcuaabHas
PUTUIHOCTh, UM CUMMETPUYHAS PUTMIHOCTh KOHEYHO-
CTeli, WiIu akMHe3Ms; 0) MocTypaibHasl HEYyCTOMYMBOCTD WU
MajfieHus ; B) HellepXKaHue MOUH; I') OBeJeHUECKKe Hapyllie-
HUSL; 1) HAlbsIAEPHbIA BEPTUKAIbHbBIN Mapajny B30pa WU
YMEHbIIIEHUE aMILTUTYIbl TPOU3BOJbHBIX BEPTUKAIBbHBIX
JIBUXKEHUM I1a3HbIX S10J10K.

Kputepuu uckitoueHusi KOpTUKoOa3aabHON JereHe-
pauuu:

1) HanTMyue NMPU3HAKOB 3a00JieBaHMsI, CBSI3aHHOIO C
TeJbLaMu JIeBU: KiiacCuyecKUii MapKMHCOHUYECKUIA TpeMOp
TOKOS$1, OTJIMYHBII U TPOAOKUTENbHbBIN 2(DPEKT IEBOAOIBI,
HaJIMYKE TAUTIOLMHALIUIA;

2) Hanuuue MPU3HAKOB MYJBTUCUCTEMHON aTpoduiu:
NIM3aBTOHOMMUSI UJTW SIBHBIE MO3KEUYKOBbBIE HApYILIEHUS;

3) HaJaM4Yue MPU3HAKOB GOKOBOTO aMHOTPODUUECKOTO
cKJIepo3a: MPU3HAKU MOPAKEHMS KaK BEPXHETO, TaK U HUX-
HEro MOTOHEpOHa;

4) ceMaHTUYECKU I WU JIOTOTIEIMYECKU I BApUAHT Mep-
BUYHO-TIporpeccupytouieit adhazuu;

5) CTPYKTYpHbIE MOPaXXEHUsI, YKa3bIBAIOLIME Ha 04aro-
BYIO IPUUMHY 3a00J1€BaHUS;

6) TpaHyJIMHOBAsI MyTALIMsI MJIU IIOHVKCHHBIN YPOBCHB
MporpaHyivHa B 1iasme, mytauuu TDP-43 unu FUS;

7) HAIMYMe MPU3HAKOB 00JIe3HU AJTbLIreiimMepa.

Ha MPT y GosibHBIX C KOPTUKOOA3aJIbHOM AereHepalueit
OIpeIEIITIOTCS aCUMMETPUYHAsT aTpodust KOpbI IOOHO-Te-

MEHHOI1 061acTH, aTpodust CpeaHeil YacTh MO30JMCTOTO
TeJla, CKOPJIYIIbl, YBEJIMUEHUE JIaTEPATbHOTO U TPEThETO
KeynouKoB. ATpoduueckre usmeHeHust Ha MPT y 6071b-
HBIX C KOPTMKO0a3aJIbHOI1 IereHepaliveil 00s1ee BbIpaXkeHbl,
yeM y OOJIbHBIX C IPYTMMU HelipojereHepaTUBHBIMU 3a-
0O0JIeBaHUSIMU.

WccnenoBanue MeTaboin3Ma IJIIOKO3bl ¢ MOMOIIBIO
MO3UTPOHHO-3MUCCUOHHOI TOMOrpacduu y G0JbHBIX C
KOPTMKOOA3aIbHOM AeTeHepaleil moka3aao aCUMMETPUIO
MeTaboJIM3Ma TITFOKO3bl B TEMEHHOM 1 JIOOHO# TOJISIX TOJIOB-
HOTO MO3Ta, a TaKKe MOSICHOI U3BUJIMHE.

Ilpoenos

HeusbexxHbIM NCXOIOM KOPTUKOOA3aIbHOM AereHepa-
LIVU SIBJISICTCSI BBIPAXKEHHAs] MHBAJIUU3ALIMS.

CpenHss NpOaOKUTEIbHOCTh XNU3HU OOJBHBIX C
KOPTMKOOA3aJIbHOM AeTeHepallueii OT Hauajia IMepBbIX K-
HUYECKUX CUMITOMOB cocTtaBiister 7,9 roga (ot 2,5 no 12,5
roaa). Huskas nponoyKuTebHOCTh KU3HU 00YyCJIOBIeHA
JIBYXCTOPOHHUM MapKUHCOHU3MOM U JIOOHOM JeMEeHIIUEi.
BpoHXOMHEBMOHMSI KaK pe3yJibTaT aucdaruu u o0e31Bu-
SKEHHOCTH SIBJISIETCSI HEMOCPEICTBEHHOM MPUYMHON CMEPTH
OOJIBILIMHCTBA OOJIbHBIX.

CocyaMnNCTbIN NAOPKUHCOHU3M

LlepeGpoBacKyisipHbIe 320016 BAHNS SIBISIIOTCS HE TAKUM
YacThIM (PAaKTOPOM IMAPKUHCOHM3MA U COCTABIAIOT 12 % oT
BCEX ero CJIyJyaeB.

Kannanueckune nposiBienus. IlepBas dopma (camas
pacrpocTpaHeHHas) BCTPEYaeTCsl B OCHOBHOM Y OOJIbHBIX
C aHaMHEe30M apTepHaIbHOM TMIIEPTEH3UU U TPOSIBISET-
cs HapylIeHUueM XOIbObl, CUMMETPUYHOM PUTUIHOCTHIO,
OTCYTCTBUEM TpeMopa. Bropas ¢opma oTimuaercs Gosee
MOCTeTIEHHBIM HayaJaoM MapKMHCOHM3Ma, CXOJICTBOM C
uauornaTuyeckoi 6oje3npto I[lapkuHCcoHa U HEOOMBIION
9(HEeKTUBHOCTHIO JOMIAMMHEPIUUEeCKUX IpernapaTosB.
Tpetbst popma (HanboIee peakasi) IPOsBIISIETCSI BHE3AITHO
BO3HMKAIOIIMM NTApKUHCOHU3MOM BCJIENCTBUE COCYIUCTOTO
MopakeHus 6a3aIbHbIX TAHTIUEB.

'V 60JIbHBIX C COCYAUCTHIM ITAPKMHCOHU3MOM OTMEUAIOTCS
Oosiee BEIpaKeHHbIE IIapKaloliast TOXOIKa, 3aCThIBAHUS MPU
X0/b0e, MOCTypaibHask HEYCTOMUMBOCTD 1 Yallle HaOII01aloTCs
MUPAMUIHBIE CUMIITOMBI, TICEBIOOYILOAPHBIN Mapaany, He-
JiepXKaHre MOYM M KOTHUTUBHbBIE HAPYIIEHMsI TIO CPABHEHUIO
¢ auuaMu ¢ 6one3Hbio [lapkuHcoHa. B To ke Bpemst TpeMop
1 TAPKUHCOHWYECKHUE CUMITTOMBI B BEpXHUX KOHEYHOCTSIX Y
OOJILHBIX C COCYMCTHIM MApKUHCOHNU3MOM BBIPaKeHbI B MEHb-
LIEH CTeNeHu, YeM y cTpafarolmx o6one3Hbto [lapkuHcoHa.
X00OTKOBBII U JJaTOHHO-TIOA0OPOIOUHBIN peIeKChl TAKKe
MOTYT OBITh U depeHIIMaTbHBIMU ITpYU3HAKaMU, OTIMYal0-
ILIMMU COCYIMCThII TapKUHCOHU3M OT 00J1e3HM [ lapkuHCcoHa.

Bo3HUKHOBEHME COCYIUCTOTO MApKUHCOHU3MA Cpa3y
ToCJie MHCYJIBTA WM B TeYeHUE OHOTO Iojia Moc/ie MHCYJIbTa
HabmogaeTca y 25 % GOMbHBIX.

JInarHocTHYecKHe KpUTepUU. B HacTosiee Bpems
NMArHoCTUKa COCYIMCTOrO MapKMHCOHU3Ma TOBOJILHO
YacTo BbI3bIBAET 3aTPYAHEHMS Y CIIELIMATUCTOB. B mepByto
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oyepeb MOTOMY, YTO Ha JaHHBIII MOMEHT HE CYILIECTBYET
LIXPOKO PACPOCTPAHEHHBIX TUATHOCTUYECKUX KPUTEPUEB
COCYIMCTOrO MapKUHCOHU3MA.

JInsA THATHOCTHUKHU COCYAMCTOr0 MAapKHHCOHHM3MA B
HacTosIIee BpeMsi MOrYT ObITh MCHOJIb30BAHBI THATHO-
cTHYeCKHe KpuTepuu, npeanoxenssie J.C.M. Zijlmans u
coaBT. B 2004 r.:

A. TlapkKMHCOHUM3M: OpaduKUHE3Us U IO KpaliHei
Mepe OIMH U3 MEePEeYUCIEHHBIX HUXE CUHAPOMOB: TPEMOD
MOKOSI, MblllIEYHAsi PUTUIHOCTb WIW MOCTYypajbHasl He-
YCTOMYMBOCTb, HE CBS3aHHAS C IIEPBUYHOM 3PUTEJILHOM,
BECTUOYJISIPHOM, MO3XEUKOBOW WX MPOIMPUOLEITUBHOMK
IUCHYHKIMEI.

b. LlepebpoBackynsipHoe 3abojieBaHUE, TOATBEPK-
neHHoe gaHHbIMU KT mnu MPT, unmn Hanmune o4aroBbIxX
MPU3HAKOB WJIK CUMIITOMOB, YKa3bIBAIOLIUX HA UHCYJIBT.

B. Hanuuue cBs31 MeXXIy STUMU IBYMSI 320016 BaHUSIMU
1) ocTpoe win oTCpoYeHHOEe Havyaao Ha (hoHe MH(PAPKTOB
B 00J1aCTU YepHOIi cyOcTaHIIMU (pars compacta), Ui BeH-
TpoJsiaTepalbHBIX SIAEP TaJlaMyca, WM OOIIMPHOro nHdapKTa
JIOOHO 10/, HaYaJIo MapKMHCOHU3Ma C KOHTpaJlaTepaib-
HOTO aKMHETUKO-PUTUIHOTO CUHAPOMA WJIH 1IapKalollei
MOXOJKU B T€UEHME OJHOTrO roja Mocjie MHCYIbTa; 2) Mo-
CTENEeHHOE HayaJlo MapKUHCOHMU3Ma C OOLLIMPHBIM MTOpaXxe-
HHEM CyOKOPTUKaJIbHOIO OJIOro BeIlleCTBa, ABYXCTOPOHHEE
HayaJio MapKMHCOHMU3MA U HAJTMYKE 1IapKaIoIeil MOXOAKHU
Ha HavyaJbHbIX CTaAusX 32001eBaHUSI WU PaHHUE KOTHU-
TUBHbIEC HAPYLLIECHMUSI.

Kpurtepun uckiaoyeHUs COCYAUCTOrO MapKUHCO-
HU3Ma:

— MOBTOPHbBIE YEPETTHO-MO3TOBbIE TPABMbI B AHAMHE3E;

— n1e610T 3a00sieBaHUs HA (POHE JIeUeHUsT Hellposien-
TUKAMU;

— HaJM4yue OIyXOJIM TOJOBHOTO MO3ra WM cooOlla-
oueiicsa ruapouedanu, NOATBEPXKIACHHBIX TaHHBIMU
KT wiu MPT, unu npyrue aasTepHaTUBHbBIE OObSICHEHUS
MapKUHCOHU3MA.

MHCTPYMEHTAOAbHbIE METOABI
AVNArHOCTUKU U AndPepeHLMAaAbHAS
AVNArHOCTUKA

LlepebpoBackysipHbIe (paKTOPHI prcKa (apTepruaibHast
TUTIEPTEH3MsI, TIOBBIIIIEHHBIN YPOBEHD XOJIeCTepUHA) yallle
BCTPEUaloTCs1 Y OOJIbHBIX C COCYMCTHIM IMTapKUHCOHU3MOM
M0 CPaBHEHUIO CO CTpamaloumu 6oje3Hbio [lapkuHcoHa.

IIpakTruecku y Bcex O0JIbHBIX C COCYIUCTHIM ITAPKUHCO-
Hu3MoM Ha M PT nmMeroTcs nmatojiornyeckre uilieMuieckue
M3MeHeHUs B 001aCTU 0a3aIbHbIX TAaHIJIMEB, CyOKOPTUKAIIb-
HOM U TIEPUBEHTPUKYJISIPHOM O€JIOM BEILIECTBE TOJOBHOTO
Mo3sra. ATpoduueckue u3MeHeH1s TOJIOBHOIO MO3ra TakxkKe
MOTYT YacTo HaOmonatbes mpu nposeaeHun MPT. Umeercs
KOppessiiys MexXay aTpodueil JJOOHBIX I0JIeli TOJIOBHOTO
MO3Tra ¥ HapylIeHUeM XOIbObI y TAlIMEHTOB C COCYIUCTHIM
MapKUHCOHU3MOM, HO B TO XK€ BpeMsI He UMeeTCs crielibu-
yeckoro MPT-naTrepHa, XapaKTepHOTO /151 TAKMX OOJIbHBIX.
He HabntomaeTcst 10CTOBEpHBIX HeMipOBU3YaaIn3allMOHHBIX

MPT-paznuuuiit MexXay TPyMnIoi 00JbHBIX C COCYAUCTHIM
MapKMHCOHU3MOM U JIUllaMu ¢ 0oJie3Hbi0 buHcBaHrepa. B
TO K€ BpeMsI JJaKyHapHble MH(apKThI B 001aCTH 0a3aIbHbIX
TaHIJIMEB MOTYT ObITh OOHAPYKEHBI Y O0JIbHBIX 0€3 KJIMHU -
YEeCKUX MPOSIBJICHUIN MapKUHCOHU3MA U JJaXe Y MallMeHTOB
0e3 KaKoi-J11M00 HEBPOJIOTUUECKOI CUMITTOMATUKU.

ITpu npoBeneHun auddepeHmanTbHO TMarHOCTUKHA
COCYAMCTOTO MapPKUHCOHU3MA MOXET ObITh MOJIE3HA OHO-
¢oTOHHAsT SMUCCUOHHAsI KOMITbIOTepHasi ToMorpapus. Y
MalMEHTOB C COCYAUCTBIM MAPKUHCOHU3MOM U 00JIE3HBIO
IMapkuncona Ha DAT SPECT ormeuaeTcs 3HaYUTeIbHBINA
MpeCcUHANTUYECKUI TomaMUHEPTUIECKUN AePUILIUT T10
CPaBHEHMUIO C KOHTPOJIbHOM I'PYMNIION 3M0POBbIX Jull. MH-
JIEKC ACUMMETPU U ITPECUHANITUYECKUX TOTAMUHEPTUYECKUX
U3MEHEHUI Y OOJIbHBIX C COCYAUCTBIM MAaPKUHCOHU3MOM
ObLI TaKKMM K€, KaK U Y 3[0POBbIX JIMLl, HO HUXE, YEM Y
crpanatoimx 6ose3Hbio [lapkuHcona. [IpecuHanTuyeckuii
JIOTTAMUHEPruyeckKuil 1euuuT y O0IbHBIX C COCYAUCTBIM
MapKUHCOHU3MOM aCCOLIMMPOBAJICS C TSIXKECThIO 3a00J1eBa-
HUSI M HE aCCOLIMMPOBAJICS C €r0 IJIUTETbHOCTBIO.

TeM He MeHee TOBOJIbHO CJI0XKHO PACCYK1aTh O POJIU TO-
MorpadoB DAT B nuddepeHIIMaabHONi IMarHOCTUKE COCY-
JIMCTOTO MapKUHCOoHU3Ma. OTCyTCTBUE YHUDUITMPOBAHHBIX
KJIMHUYECKUX KPUTEPUEB COCYIUCTOTO MAapKUHCOHU3MA
MPUBOIUT K TPYIAHOCTSIM WHTEPIPETALlMUA PE3YIbTaTOB.
B psne ciayyaeB mosiyueHHbIE pe3yabTaThl MPOTUBOPEYAT
IpYT IpYTY.

B 3ak/ioueHue JeKUuu ciieyeT OTMETUTD, YTO 1eOI0T
MapKUHCOHUYECKUX CUHAPOMOB BCE XK€ MPUXOAUTCH Ha
0oJjiee MO3IHUI BO3pAaCTHOU MEpUO MO CPAaBHEHUIO C
nebotoM 0ose3Hu [lapkrHcoHA. ATUITMYHBIE BApUAHTHI
MapKMHCOHM3Ma (MyJbTUCHMCTEMHas aTpodusi, IeMEHIUs
¢ Teabuamu JleBu, MporpeccUupyomuii HaabsaAepHbIA
rapajauy, KOpTuKoOa3ajabHas IereHepauus), a TakKe co-
CYIUCTBhI MAPKUHCOHU3M OTJIMYalOTCd 60Jiee ObICTPBIM
MPOTPECCUPOBAHUEM, HEOJIATONIPUSATHBIM TEUEHUEM 10
CpaBHEHUIO ¢ Oosie3HbIo [TapkMHCOHA, HANTMYMEM PaHHUX
HapyluleHW i X0n1bObl U PABHOBECHUSI, FAJUTIOLIMHALIMI U CITY-
TaHHOCTU CO3HAHUSI, & TAKKE BbIPa’KEHHBIX KOTHUTUBHBIX
U BereTaTUBHbBIX HapylieHuid. Cpeau MapKUHCOHUYECKUX
CUHIPOMOB HanboJiee HeOJIaronpusiTHOe TeYeHUEe UMEIOT
KOpTUKOOa3aibHasl JereHeparusi, 1eMeHIIUs ¢ TeJbliaMu
JleBu 1 mporpeccupyolunii HaabsIepHbBIN Mapaainy. Yxe B
nepsbie 3 roga 60e3HU 3TU OOJIbHBIE UMEIOT YMEPEHHYIO
WJIK BBIPAXXEHHYI0 MHBAJIWUIMU3ALIMIO U 3aBUCSIT OT OKPY-
KaIOMIKUX TPU CaMOOOCTYy>KMBAaHUU. MyJIBTUCHUCTEMHAs
aTpodus U COCYIMCTHI MapKUHCOHU3M MMEIT Gojiee
MPOTPEeANEHTHOE TeUYeHUE O CPAaBHEHUIO ¢ OO0JIE3HBIO
[TapkrHCOHa, HO MEHEee ITPOTPEIUEHTHOE IO CPABHEHUIO C
KOPTHUKOOA3aIbHOM AereHepalueii, 1eMeHuel ¢ Teablia-
Mu JIeBU U TTpOTrpecCUpyOIMM HaIbsIePHBIM MapauuoOM.
[Mpu 60ae3uu IMapkuHcoHa a0 80 % manueHTOB UMEIOT
MOJIOKUTEIbHBIN 3 GEKT OT JONMaMUHEPTUIECKUX Mpe-
raparoB (JIeBojoMa, arOHUCTHI JOMaMUHA), a TPY TTapKUH-
COHMYECKHUX CUHJIPOMAX JT0MTaMUHEPTUUECKUE TTpernaparhl
MeHee 3G GEKTUBHBI.

30 Me2KayHapOAHbIA HEBPOIOTHYECKHH 2KypHarl,
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A\YFQHCBKIN AEPIKABHNN MEANYHWA YHIBEPCUTET

XBOPOBA MAPKIHCOHA 1 NAPKIHCOHIYHI
CUHAPOMM (AEKLLiS)

Pesiome. Jlexiiist mpucBsueHa OMHOMY 3 TSKKOKYpaOeIbHUX
(eHokomisiM. Y Jekuii po3risiiaeTbesl aKTyalbHICTh MpodiemMu,
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CBITOBOI JIiTEpaTypu Ta GaraTbox JOCIIIXKEHb aBTOPY BUKJIAJAOTh
0COOJIMBOCTI KJIiHiKM xBopoOu [TapKiHCOHA i1 HABOAATH 11 pETEIbHY
nudepeHLiaIbHy 1iaTHOCTUKY.
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PARKINSON’S DISEASE AND PARKINSONIAN
SYNDROMES (LECTURE)

Summary. The lecture deals with one of hard to treat
diseases of the nervous system — Parkinson’s disease and its
phenocopies. The lecture discusses the relevance of the prob-
lem, which is based on the high disability of patients. On the
basis of world literature and many studies the authors describe
clinical features of Parkinson’s disease and provide its careful
differential diagnosis.

Key words: Parkinson’s disease, progressive supranuclear palsy,
system atrophy, dementia with Lewy bodies, corticobasal degenera-
tion, vascular parkinsonism.
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