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NPEAUCIOBUE

Bonesns [lapkuHCcOHa — OJIHO U3 CaMbIX YaCThIX HEBPOJIOTHUYE-
CKHX 3a00JIeBaHUH W OTHA U3 OCHOBHBIX NMPUYUH MHBAIUIM3A-
WU MOXUIBIX JIHIL. 3a mouTy 200 JeT, MpOoIIeIINX CO BpEMEHH!
KIIMHUYECKOTO OmucaHus 3aboneBanus J[xeiimcom [lapkuHCco-
HOM, JJOCTUTHYTHI KOJIOCCATbHBIC YCIIEXH B TOHUMAaHUH IIPUIHNH
¥ MEXaHU3MOB Pa3BUTHS MTATOJIOTHIECKOTO mporiecca. OcoOeHHO
MHTEHCHUBHO HcclienoBanus 0oxe3nu [lapknHCcoHa Mponcxoauin
B MIOCIIEIHUE IecATUIIeTHS. VX pe3ynpTaToM sIBISIOTCS BCE pac-
HIUPSIONINECS BOBMOXKHOCTH JICUEHUs 3a00IeBaHUSI.
Wneansnoe cpenctBo ans nedeHus Oonesnu [lapkuHcoHA
JIOJDKHO 3aMEJIATh MIPOTPeCcCUpoBanne 3a00IeBaHus, IpeIyIIpe-
JKJ1ast pa3BUTHE JeTeHePATUBHBIX H3MEHEHNH B COXPAaHUBIIUXCS
KJIETKaX M/WJIN CIIOCOOCTBYSl BOCCTAHOBJIECHHIO (YHKIIMOHAb-
HOWM aKTUBHOCTH YaCTUYHO TIOBPEXKIEHHBIX KJIETOK (HEHpompo-
TEKTUBHBIN WK HelipopenapatuBHbid 3¢ dektsi). CooTBETCT-
BEHHO, Ha CETOIHSALIHUM JIeHb MBI HE PacloyiaraeM CpeACTBOM,
KOTOpO€ OBl 0oKazamenbHO TIPHOCTAHABIUBAIIO WIIH XOTS OBl
3aMeUIII0 TIporpeccupoBanne 3aboneBaHus. TeM He MeHee,
CYILIECTBYIOILHE MTOXO/BI K JICYCHHIO, KaK (hapMaKoJIOrHueCcKHe,
TaK 1 HEMPOXUPYprudeckue, Mpu UX paroHaIbHOM IPUMEHe-
HUM CIIOCOOHBI B TEUEHHE MHOTHUX JIET MOJICP>KUBATh TPYIOCIIO-
COOHOCTH H aJICKBaTHYIO (PH3MUYCCKYIO AKTHBHOCTH OOJBHBIX.
Henp ganHOM MOHOTpadUU — MTO3HAKOMHTE MPAKTHUECKUX
Bpadeil C COBpeMEHHBIMH TIOIXOAaMH K JHATHOCTHKE U JICUCHHUIO
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Oone3nn [lapkiHCOHA, OCHOBAaHHBIMH Ha JAHHBIX OTCYCCTBCH-
HBIX " 3apyOeKHBIX HCCIEOBATENeH, a TakKe COOCTBEHHOM
OTIBITE, TIOyYEHHOM B IIpoliecce padoTel B pamkax LleHTpa
JKCTpamupaMUAHBIX 32a00JIeBaHUH.

LleHTp SKCTpanupaMuIHbIX 3a0oneBaHuN padoTaer Oolee
Tpex aecatkoB et (¢ 1978 1) Ha Ga3e kadenpbl HEBPOJIOTUU
Poccuiickoii MEIMIIMHCKON aKageMUX IOCICAUIIOMHOIO 00-
pazoBaHus 1 MockoBcKoit ropoackoii 6onpHUIE! uM. C.I1.bot-
KHHa. PyKOoBOAWTENsIMH IIEHTpa B pa3HBIC TONBI SBIUINACH
JI.C.Iletenuu 1 B.H.IlITokx. B pamkax nesrenpHocTu LleHTpa
BBIMTOTHEHE MHOTOYUCIEHHEIE MCCIIEIOBAHMS, MMOCBIIIEHHEIE
6one3nn [lapkuHcoHa W ApyruM (popmMaM MapKHUHCOHU3MA,
MPOBEACHBI KIIMHUYECKHE UCIBITAHUS HECKOJNBKUX ICCATKOB
TIPOTHBOMAPKIHCOHNYECKHUX CPEICTB, BEACTCS OOINbINas Impakx-
THYecKas paboTa 1Mo KOHCYIBTHPOBAHUIO OONBHBIX C Pa3IIHIHBI-
MH 3KCTPaUpPaMUIHBIMHU 3a00JICBAHNSIMH, BBITYIIICHB YIeOHbIC
MocoOus, METOAMYECKHUE PEKOMEHIAINU, PYKOBOACTBA JIJIsl Bpa-
yeil. OTHUM U3 UTOTOB JIEATEIHLHOCTH IIEHTPa CTajo CO37a-
HUE (B COTPYIHHYECTBE CO CIleIanucTaMu Hay4Horo meHTpa
Hesposiorun PAMH u I[lepBoro MocKkoBCKOro METUIIMHCKOTO
yauBepcurera uM. M1.M.CeueHoBa) pyHIaMEHTAIBHOTO PYKO-
BOACTBa «DKCTpalMpaMUIHbIE PacCTPONUCTBAY, BBIIIEAIICTO
B 2002 r. mox penakuueit B.H.IlItoxa, . A.MIBaHOBOI-CMOINTEH-
ckoii 1 O.C.JIeBuHa.

B naHHOW MOHOTpaduH ¢ IPAKTHYSCKUX TTO3UIUI PACCMOT-
PEHBI COBPEMEHHBIC MPOTUBOIIAPKUHCOHUICCKUE TIPETIapaThl
C UX OCTOMHCTBAMH U HEIOCTATKaMH, Pa300paHbl MPOOIEMEL,
KOTOpPBIE MOT'YT BCTaBaTh IIepell BpadoM IpH BEACHUH HaleHTa
¢ 6one3npio [lapkHUHCOHA: KaK BBIOMpATh TEpamuio B Hadaye
3a00JICBaHMS U HA €T0 MO3HEH CTaJuu, B KAKOU IIOCJIEI0BATEIIb-
HOCTH Ha3HAYaTh MPOTUBOIAPKHHCOHUICCKHE MTPETapaThl, 4TO
JIeNaTh MPH BOZHUKHOBEHWH TOOOYHBIX 3(dekToB, Kak mpen-
yOpeXIaTh OCIOKHEeHUs. Hapsmy c JedeHneM IBUTATeNbHBIX



6 MNpepncnosne

HapylIeHUH PacCMOTPEHBI BONPOCH AMATHOCTHKH WM Teparuu
HEMOTOPHBIX MPOsIBIeHUH Oosre3Hu ITapkuHCOHA, KOTOPBIE OKa-
3BIBAIOT BEChbMa CYIIECTBEHHOE BIIMSHME HAa Ka4ECTBO JKU3HHU
OONBHBIX.

OcoOBIif aKkIEHT cleNlaH Ha POJIM IpenapaToB JIEBOAOIHI,
KOTOpBIC OCTarOTCs Hanboee AP HEeKTHBHBIM JICUCOHBIM CPEICT-
BOM Ha BceX cTaausix Oone3nu [lapkuHCOHA M paHO WM TIO3THO
Ha3HA4aloTCs MPAaKTHYECKH BCeM OOJBHBIM C 3THM 3a0oleBa-
HIEeM. TOIbKO B OTHOIIEHHH 3THX IMIPENapaToB YETKO JIOKa3aHa
CIIOCOOHOCTH MPOIATH CPOK JKH3HU MALMEHTOB. B TO ke Bpemst
Y4acToe pa3BUTHUE MOTOPHBIX (MIyKTyanuii M TUCKUHE3MIA Yepes
HECKOJIbKO JIET MOCiIe Havaja JISYeHHsl IperaparamMu JeBoJ0-
bl CYIIECTBEHHO OIPAaHWYMBACT MX TEpPaleBTUYECKUI pecypc
1 JIeTIaeT X NpenynpexaeHIe 1 KOPPEKINIO OTHON U3 y3JIOBBIX
po0IeM B JIeIEHUH 3a00ICBaHNS.

Bo BTOpOM n3maHum MoOHOTrpauM OTPaKCHbI U3MECHEHHSA
B MPAKTHUKE AUArHOCTHUKU U JICHCHUA 60J'IC3HI/I HapKHHCOHa,
MPOU30IIE/IIIE 32 HOCIIEJHUE 5 JIET, BHECEHBI CBE/ICHUS O BHOBb
MOSIBUBIIMXCS POTUBOIAPKMHCOHMYECKHUX CPEJICTBAX U HOBBIX
JIEKapCTBEHHBIX (DOpMax paHee MPUMEHSBIINXCS Mpenaparos,
MMpe MpeAcTaBIcHa HHPOPMANUs 0 BO3MOXKHOCTSIX HEHpOXu-
PYPrUYEcKOro Je4eHHs, MOAX01axX K peabuiIuTanuu OONbHBIX,
KOTOPBIE UTPAIOT Bce OoJIee BAXKHYIO POJIb B ITPOLIECCE JICUSHNS,
a TaKkXKe O TIePCIeKTHBaX HEHPOIIPOTEKTHBHON TEPaIHH.

Jleuenue Gomnesnu IlapkrHCOHA cTaHOBUTCS Bee Ooiee 3¢-
(heKTHBHBIM, HO BMECTE C TEM Bce OoJiee CIOKHBIM U JI0pOTo-
CTOSIIUM. DTO TpeOyeT CTaHIapTH3AINH JISIeOHOTO IpoIiecca,
KOTOpasi OTHIOAb HE OTPHULIAET HEOOXOAUMOCTH NHIMBHUYaTbHO-
TO TOJX0/Ia B Ka)JI0OM KOHKPETHOM KIIMHU4YecKoM ciy4ae. Co-
TpyaHUKH LleHTpa sKcTpanupaMuIHbIX 3a00JeBaHUA TPUHSITH
aKTHBHOE y4acTHe B co3naHuu IIporokona BeneHHs! OOIBHBIX
6omne3npio [lapknHCOHA, KOTOPBIN OBUT HETABHO YTBEPXKICH
MUHHCTEPCTBOM 3PaBOOXPAHEHUSI M COLMAILHOTO Pa3BUTHS
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P® n ony6nukoBan B xypHasie «IIpobiaeMsl cTanmapTuU3annu
B 3apaBooxpaneHum» (Ne3 3a 2005 r.). /IlnarHocTudeckue u Je-
4yeOHBIC TTOIXO/bI, N3JI0KEHHBIE B JAHHOW MOHOTpaduH, 0CHO-
BaHBI HA PEKOMEHAALNIX ATOTO HOPMATHBHOTO JOKYMEHTA.

Haneemcs, 4to Hama paboTa OyneT WHTEpecHa U IoJie3Ha
HEBPOJIOraM U BpadyaM JPYTHX CHEeHUaTbHOCTEH, OKa3bIBAIOIIIM
MIOMOIIIb NanuenTtam ¢ 6onesnsto IlapkuHcoHa. B 3akmouenne
XOTEJIOCH OBI BRIPA3UTh OJIarofapHOCTh BCEM COTpyaHUKaM LleH-
Tpa dKCTPATMPaMUIHBIX 3a00JI€BaHU, B APYKHOI COBMECTHOM
pabote ¢ KOTOPBIMHU BBIPAOOTaHBI T€ MPEACTABICHHUS, KOTOPEIC
M3JI0KEHB! Ha 9TUX CTPaHHUIIAX.



FMABA 1. ObLUVE CBEAEHA
O BOJIE3BH NAPKMHCOHA

1.1. OnpepeneHune

Bornesns [Mapkuncona (BIT) — xpoHHYECKOE MPOTrpecCUpyroIee
3a00JIeBaHKE TOJIOBHOTO MO3Ia, IPEUMYIIECTBEHHO CBSI3aHHOE
¢ gereHepanueil JopaMUHEPTUIECKUX HEHPOHOB YEepHOH CyO-
CTaHILIMHY C HAKOTIJICHUEM B HUX O€lTKa 0-CHHYKJIEHHA 1 00pa3oBa-
HHEM 0COOBIX BHYTPUKJIETOUHBIX BKIIoUeHuH (Tener Jlen), ko-
TOPOE NPOSBIISIETCS] COYETAHUEM THITOKMHE3HH C PUTHUIHOCTBIO,
TPEMOPOM TOKOSI ¥ ITIOCTYPaJIbHON HEYCTOMYMBOCTBIO, @ TAKXKE
[IMPOKHM CIIEKTPOM HEMOTOPHBIX MPOSBICHNH (TICHXMYECKUX,
BETreTaTUBHBIX, CEHCOPHBIX | Ap.) [2, 21, 33, 140, 150].

1.2. UcTopunyeckas cnpaBka

Kak camocrosTensHast Hozosornueckas ¢opma 3abojeBaHue
6buto ommcaHo B 1817 I. 3HAMEHHUTHIM AHIIMHCKAM BpadoM
Hxeitmcom [lapkmaconom (James Parkinson, 1755-1824)
B KHHTE «Jcce 0 IpoxareabHoM mapamundey. J[x.IlapkuHcoH
MCKIIFOUUTENIBHO TOYHO OIMHCaN OOJBIIMHCTBO OCHOBHBIX IIPO-
SIBJICHUIA 3200JI€BaHNs: TPEMOP ITOKOSI, COTOSHHOCTb, IIApKaHbe
IpU X0a60e, PeTPOIyIbCHIO, YKa3aB TaKKe Ha MPOrpecCUpyro-
Ui Xapaktep 3abosieBaHMs, HEYKJIIOHHO BEAYIIEro K odes-
JIBIDKEHHOCTH U JieTalibHOMY ucxony [182]. B 1860-e roast
(paniry3ckuit Hesponor JK.-M.I1lapko (1825-1893), cam BHeC-
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MM BECbMa CYILECTBEHHBIN BKJIaJ B ONUCAaHHE KIMHUYECKOU
KapTHHBI 3a005eBaHus (OH, B YaCTHOCTH, IEPBBIM OTMETHII
HaJIMYUE MBIIIEYHON PUTHIHOCTH, MUKPOTPa(UH, CEHCOPHBIX
W TICUXWYECKUX PaCcCTPOMCTB), MPEIIOKIIT Ha3BaTh 3a00se-
Banue umeHeM Jx.IlapkuHcona. XoTd KIMHUYECKasT KapTHUHA
3a00JeBaHUs OKa3ajgach ONMUMCAHHOM JOBOJIBHO XOPOIIO, Xapak-
Tep MaTOJIOTUYECKOTr0 MpoLiecca, JIEXKALIUH B €r0 OCHOBE, U~
TEJIFHOE BPEMs OCTaBaJICS HEN3BECTHBIM.

Tompko B 1912 1. Hemenknm maromopgonorom Dpenepu-
koM Jleru (F.Lewy) B HeifpoHax 0a3aibHBIX siIep IEpeIHETO
MO3ra W JOpPCabHOM MOTOPHOM sijipe ONy)KIarolero Hepsa
y NMalMeHTOB, CTPaAaBIInX Ooe3Hbto [lapkuHcoHa, ObLIHM OnH-
CaHbI 303MHO(PUIbHBIC BKIOUeHUSA. B 1919 1. BeImarommiics
oredecTBeHHBIH HeBposnor K.H.TpeThsikoB onmcan aHalIoruy-
HBIC BKJIIOUCHMS B HEHpOHAX 4epHOW CyOCTaHIMM, Ha3BaB MX
TenplaMu JIeBU U MOKa3aB, 4TO C MOPaKCHUEM MMEHHO 3TOTO
OTJIeNia MO3Ta CBSI3aHO pa3BUTHE 3a00JICBAHUSI.

CoBpeMeHHBII dTan nccieqoBaHuii 6one3nu [lapkuHcoHa
Havajcs ¢ OTKPBITHA ponu Aeduimra qodamMruHa B 6a3aabHBIX
TaHINIMAX B MATOTEHE3€ 3a00JIeBaHUs U BOBMOXKHOCTH €ro (-
(heKTHBHOTO JIEUEHHS C TOMOIIBIO JICBOJIOIIBI, KOTOPOE CBSI3aHO
¢ umeHamu H.Ehringer u O.Hornykiewicz (1960) [111, 112].
BaxHelmuM npopbIBOM B U3YUYEHHMH 3THOJIOTUU U IIATOTE€HE3a
3a0oseBaHus BUIIOCH OTKpbITHE B 1997 1. M.Polymeropoulos
1 coaBT. posin MyTtauuu rena SNCA u koaupyemoro UM Oeinka
O-CHHYKIICHHA B pa3BUTHH 3a0oneBanus [140].

1.3. 3nupemnonoruvs

BI1 — onHO M3 HanboIee YacThIX HEBPOJIOTMYCCKUX 3a00JieBa-
Hul noxuioro Bo3pacta. [lokazarens pacnpoctpaneHHocty bBIT
cymiecTBeHHO BapbupyetT — ot 31,4 (B JluBum) no 328 (B Un-
qun) Ha 100 000 Hacenenwus. [1o TaHHBIM HCCIETIOBAHMIA C HAH-
Oomee cTporoil Meromoiorueit pazopoc Oomee y3ok — ot 120
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J0 180 ciryuaes Ha 100 000 Hacenenus. B Bo3pacte no 50 net
BII BcTpeuaercst OTHOCUTENBHO perko (mpumepHo B 10% ciry-
4aeB), HO C BO3PACTOM ITOKA3aTeN PaCIpOCTPAHCHHOCTH U 3a-
6omeBaeMocTH HEYKIIOHHO pacTyT. Cpenu nur crapire 60 jer
pacnpoctpanennocts BII nocturaer 1%, a cpenu nury crapiie
80 et — 4% [2, 140].

ITepBoe B Poccuu crunomHoe 3MuAeMUOI0IHYECKOE UCCTIe-
noBaHue mapkuHcorn3Ma i bI1 6bu10 mpoeneno B 2003 1. cpemun
B3pocioi monyrsun (n=6957) nByx paiioHoB ropoxa ConmHed-
Horopcka MockoBckoi oOnactu. [TokazaTens pacrnpocTpaHeH-
HOCTH napkuHcoHn3ma coctasmi 209,8 va 100 000 naceneHwus,
nokasareins pacnpoctpaneHHoctd BIT — 1399 na 100 000 Ha-
cenenns (cpeau un crapie 40 ner — 268,2 nva 100 000 Hace-
nenus) [14].

[To maHHBIM pPa3IHMYHBIX HCCIICAOBAHUH, TIOKA3aTelh 3a001e-
BaemoctH nipu BIT xonebnetcs ot 5 1o 25 Ha 100 000 HaceneHwst
B TOJI, 110 JaHHBIM HCCIICIOBAaHUN C HanOoOJee CTPOroi MeETo-
qonorueit — ot 10 go 20 Ha 100 000 Hacenenus B rox. Y juiy
crapuie 70 jet 3aboneBaemocts focturaet 55 va 100 000 B rox,
a'y yun crapue 85 ger —220-304 na 100 000 B roz [67, 140].
[o marapIM COTHETHOTOPCKOTO MCCIIET0BAHMS, 3a00JICBAEMOCTh
BII coctaBuna 16,3 na 100 000 nacenenus B rox [14].

BIl nabmromaercss BO BceX CTpaHaX MHpPa M BO BCeX ITHH-
4YecKuX rpynmax. B Hactosmiee Bpemst B Mupe Oosiee 6 MITH de-
noBek ctpanaet bI1. B GonbIIMHCTBE HCCIeJOBaHUI TOKAa3aHEI
OTHOCHTENbHAS CTaOMIBHOCTDh 3a00JIEBACMOCTH U TCHIICHITHS
K YBEITMYEHHUIO PacIpOCTPAHEHHOCTH, CBA3aHHAS C «IIOCTape-
HUEM» HACEJICHUS W YITy4IIeHHEM BEDKMBAEMOCTH MAIEHTOB
¢ BII. IIpennosnarator, 4TOo B pa3iau4HbIX CTPAHAX YKa3aHHAs
TEHIEHIINS MOXKET NPUBECTH K TOMY, YTO YHCICHHOCTb OOJIBHBIX
k 2030 r. yBenuuutcs B cpegHeM B 2 pasa [14]. B HexkoTopbIx
HCCIIEIOBAaHUAX TOKA3aHO, YTO B a3WATCKUX W a(pPUKAHCKUAX
cTpaHax 3aboneBaemocTh bI1 Hrmxke, uem B EBporte u CeBepHoi
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AMepuKe, OHAKO 3TH Pa3andus 0OBSICHIIOTCS HE CTOJNBKO pa-
COBEIMH 0COOCHHOCTSIMH, CKOJIBKO HEOTWHAKOBHIMH YCIIOBUSIMH
JKU3HU U BIUASHUEM (DaKTOPOB BHEIIHEH cpensl [93].

[To maHHBIM pa3IWYHBIX HCCIIETOBaHUH, 32a001€BaEMOCTh
BII y My»4HH HECKOJIBKO BHIIIE, YeM Y KeHIIUH. COOTHOILICHNE
MY>KYMH U JKeHIIUH cpenu nanueHToB ¢ bII Bapbupyet ot 1,1 10
2,1 u B cpenHeM cocrasisier 1,46 (mmocie KOppeKIuu, ycTpa-
HSAIOMICH BIUSHIE O0Jiee BEICOKOH MPOMOIDKATEIEHOCTH KU3HI
y xenmuH) [14, 93]. Bo3mMoxxHO, O60iiee BBICOKAS ySI3BHUMOCTD
MYXYUH OOBACHSAETCS TeM, YTO OHM YaIlle TTOIBEPraroTCs BO3-
JIEHCTBUIO TOKCHHOB. [[pyroe o0bsicHEHUE — BIUSHUE TIOJIOBBIX
TOPMOHOB: MPEIIOJIaratoT, YTO SCTPOreHbI OKa3bIBAIOT MPOTEK-
TUBHOE JielicTBUE MO0 aHAPOTeHBI — TOKCUYECKOE BIIMSIHHE
Ha nodaMuHEpPTHYeCKUue HEHpoHBI. TeM He MeHee, O0CTaeTCs
HESICHBIM, T0YeMy pa3lindre B YpOBHE 3a00JIeBaCMOCTH Me-
KAy MY>KYMHAMH W JKEHIIWHAMH YBEIHYHBACTCS B TOXKUIOM
BO3pacTe.

®dakTophl pUCKa MPEACTABIAIOT OO0 MHIMBHIyabHbIE
0COOEGHHOCTH OpraHM3Ma WJIM OIpele/ICHHbIE BHEUIHHWE BO3-
JEHCTBUS, YBEIMIUBAIOIINE BEPOATHOCTh BO3HUKHOBEHUS 3a-
OoneBaHUA. DMUACMHUOIOTHICCKHAC UCCIECIOBAHMUS BBIABIUIA
crnenyroue (akropsl pucka BI1: moxunoi Bo3pact, My,CKoit
I10JI, HAJIMYNUE POACTBECHHMUKOB, CTpaJaroIuX IMapKMHCOHU3MOM,
KOHTaKT ¢ repOMIMIaMy | IeCTHIUAaMHi. MeHee 4eTKo ycra-
HOBJICHA POJIb TaKMX (PaKTOPOB, KaK UEPEITHO-MO3r0Basi TpaBMa,
KOHTaKT C JPYTHMH TOKCHYHBIMH COCIMHEHUSAMHU (HAIpUMeEp,
TSOKEITIBIMH METaIUTaMu ), HU3Kasl (pr3udeckast akTHBHOCTD U M3~
OwpiTouHas Macca tena [93, 140].

K 3amuTHBIM (pakTOpaM, CHUKAIOIIUM PUCK 3a00JICBaHUs
BII, otHOCsATCS KypeHue, notpediienne Kode n kopenHcoaepka-
KX MPOIYKTOB, yMEPEHHO BBICOKHI YpOBEHb YPaTroB B KPOBH
(cM. 1. 2). MeHee 4eTkre JaHHBIC CYMIECTBYIOT B OTHOIICHUH
(usngeckoit aktuBHOCTH, mpriema HITBC, cratiHOB 1 aHTaro-
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HUCTOB KabIus. [ToTpeOiieHne amkorois U TaKUe TPaTUIHOH-
HBIE COCYIHCTBIC (PAKTOPHI PUCKA, KaK apTepHaNbHAs THIIEpP-
TEH3Us, THICPIUITUACMHAS, CaXapHBI AUA0ET, MO-BUANMOMY,
HE BIUAIOT Ha BEPOATHOCTH pa3Butus bIl.

1.4. MecTo 60one3Hu MapknHcoHa

B HO30J1IOTMYECKO CTPYKTYpe NapKNHCOHN3MA
[TapkHHCOHN3M — CHHIPOM, KOTOPBIH MOXET OBITH BBI3BAH pa3-
JMYHBIMA 3a00/IeBaHMAMH. BeinenstoT Tpu rpymnmsl 3ab6onesa-
HUH, BBI3BIBAIOIINX MapKUHCOHM3M (Tadm. 1) [32, 33].

K nmepBH4HOMY NapKHHCOHM3MY OTHOCST JieTeHEePAaTHBHbIC
3a00JIeBaHMsI UANONIATHYECKOTO HITH HACIIEICTBEHHOTO XapaKTe-
pa, Ipu KOTOPOM IaPKHMHCOHU3M SIBJISICTCS €MHCTBEHHBIM WIIN
nomuHUpyonmmM mposieiaerneM (BI1 n ayTocomHO-peneccus-
HBIN IOHOIIECKHI TApKUHCOHU3M).

BropuuHblii (cHuMITOMATHYECKHIT) MAPKUHCOHU3M SIBIISI-
€TCsl OCJIOKHEHHEM MPUOOPETEHHBIX 3a00JIeBaHUM W3BECTHOM
STHOJIOT MY, MHTOKCHKAINH MM ITOOOYHBIM JISHCTBHEM JIeKap-
CTBEHHBIX IIpenaparoB (Hanpumep, JeKapCTBEHHBIH WIN COCY-
JIVICTBIN TApKUHCOHU3M).

ITapKHHCOHU3M NPH MYJIBTHCHCTEMHBIX AereHepanusx
IHC compoBoxnaeTcst ApyTMMH HEBPOJIOTHYECKUMHI CHHIPO-
MaMH (HI/IpaMHI[HBIM, MO3KCYKOBBIM, BEreTaTUBHOM HEO0C-
TaTOYHOCTBIO, JAeMEHIMEeH) (MapKHHCOHU3M-ILIIOC), KOTOpBIE
CBSI3aHbI C MOPaKEHHEM HHBIX, IOMUMO 3KCTpPAIMPaMHUIHOH,
cucreM Mo3sra. YacTe U3 3THX 3a00J7€BaHHN MMEeT HacJeCT-
BEHHBII XapakTep (HanpuMep, CInHoIepeOeIUIIpHEIE 1ereHepa-
II1N), IPyTHE — IPEUMYIIECTBEHHO CIIOPaAniECKUe, HalpuMep,
mynbTHcucTeMHas arpodusi (MCA) miu nporpeccupyromuii
Hanbsaepubiid napanuy ([THIT). ['panuna mexmy sTHMu nom-
rpyIIaMy ycJIOBHA, ITOCKOJIBKY IIPY CIIOPaJHYeCcKUX 3a00eBa-
HsIX (B ToM yncne B psine cinydaeB MCA u [THIT) Baxknyto pons
UTpaeT HacleICTBeHHAs MpenpacmoiaokeHHocTs [103, 140].
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Tabnuya 1
3a6oneBaHus, Bbi3biBalole CMHAPOM NapKNHCOHU3Ma
Hosonorueckas OCHOBHBIE HO30JIOTHYECKHE (hOPMBI Kon MKB-10
KaTeropus
IlepBuunsblii | bonesus [lapkuncona G20
IIapKUHCO- AyTOCOMHO-pelieCCUBHBIH toHOIIe- | G23.8
HHU3M CKHH MTapKUHCOHU3M
Bropuunbiii | JlekapcTBEeHHBII MApKUHCOHU3M G21.1
(cmmMnTOMaTH- | [[ocrrpaBMaTnueckuii napkunco- | G21.2
YecKHuil) map- | yysm
KHHCOHU3M Toxcuueckuil NapKUHCOHU3M G21.2
Tocranrnedammtrueckuii mapkun- | G21.3
COHI3M
ITapKUHCOHU3M IIpU APYTHX Heipo- | G22*
MHEKIUAX
TMapxunconusm npu rugporneda- G21.8/G22*
JIMU
CocyaucThlii TapKUHCOHU3M G21.8/G22*
[TocTrunokcnueckuii mapKuHCo- G21.8/G22*
HHU3M
TTapxunaconmsMm npu npyrux 3abo- | G22*
JIEBaHUSIX
IMapkunco- IlIpeumywiecmeenno cnopaduueckue gpopmol
HHU3M NpH MynesrucuctemHas arpodus G23.2/G90.3
APYIHX J€Te- | 1756 peccupyromuii HagpsaepHsiii | G23.1
HEPATHBHBIX | oon g
3a00/1eBaHUSAX
LHC (nap- Jlemennus ¢ tenpiiamu JleBu G23.8
kunconmsMm- | Kopruko6asanbHas gereepanus | G23.8
IJIK0C) bonesup Anbureiimepa G30/G22*
Bonesns Kpeittudensara—Ikoda A81.0/G22*
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Tabnuya 1 (oxonuarnue)

Hozonornueckas

OCHOBHEBIE HO30JIOTHYECKUE (hOPMBI Kox MKB-10
KaTeropus

Hacneocmeennvie gpopmot

Bonesnp ['enTHHTTOHA G10

CrmHornepebesipabie aerenepa- | G11.2
02058

Bonesns MamepBopaena—IlInarua | G23.0

T'enaronentukynsapuas neresepa- | E83.0
s
[NannunapHsle neresepayuu G23.8

Cewmeitnas kanprudukanms 6azans- | G23.8
HBIX TaHIJINEB

HeiipoakanronuTos G23.8

JIcTOHUS—TIapKUHCOHU3M G24.1/G24.2
(L1ODA-uyBCcTBUTENBHBIE, C OBICT-
PBIM Ha4aJIoM, CLEIUICHHEIE

¢ X-XpoMocoMoit)

K 3T0i1 e rpyrme OTHOCST W HacleICTBEHHbIE MeTabou-
yeckue 3aboneBanns LITHC (Hanmpumep, remaToleHTHKYISIPHYTO
JETEHEPAINIO), IPH KOTOPBIX, B OTIIMYHE OT BBIICYIOMSHYTBIX
Ooune3Hel, M3BeCTeH MeTaboIMYecKuil cyocTpar.

[To naHHBIM Kak MaTOMOP(OIOTHUECKUX, TaK U HUIAEMHUO-
jorudeckux uccienosanuid, BII sBisercs Hanbornee vacToit
HO30JIoTHYecKol (popMOil TApKIMHCOHU3Ma — Ha €€ JIONIO TPH-
xonutcs ot 50 mo 80% cmydyaeB mapkuHCOHM3MA [2, 31, 35,
113]. B yxxe ynomunasiemcsi COTHEIHOTOPCKOM HCCIIEIOBaHIH
bII Obina ycranoBieHa y 67% MalMeHTOB ¢ MapKUHCOHU3MOM.
Ha nomo cocynucroro napkuaconusma npuxoautces ot 0,3 1o
12% ciy4aeB — CTONb IIMPOKUI pa3dbpoc o0ycIOBIEH OTCYT-
CTBHEM OOIIETIPUHATHIX KPUTEPUEB €r0 JNHATHOCTUKHU [14].
Tlo maHHBIM SITUAEMHOJOIMYECKHX HCCIIEI0BaHMi, OT 4 10 22%



1.4. MecTo 60ne3Hu MapKNHCOHa B HO30/TOTMYECKON CTPYKTYpPE. .. 15

0,5%

@ BN @ nHN

O [emeHuwns ¢ Tenbuamu Jlesn B HopmoTeH3nsHaa rugpouedpanua

O MCA O Tokcnyecknin NapKNHCOHN3M

O CocyancTblii NAPKUHCOHN3M B TMocTTpaBMaTUYECKNI NaPKNHCOHU3M

B JlekapcTBeHHbI NapkMHCOHM3M [ MocTaHUuedanuTUYeCKnii NapKUHCOHN3M

Puc. 1. Ho3zonornyeckas ctpykrypa nmapKuHCOHU3MA.

BCEX CITyYacB MapKHHCOHU3MA MOXHO CBS3aTh C IMPHEMOM Jie-
KapCTBEHHBIX CPEACTB, OMHAKO B 3TO YHCIIO BXOIAT HE TOIBHKO
CIIy4ad ICTUHHOTO JICKAPCTBEHHOTO MApKWHCOHU3MA, HO U TE
CITy4ad, KOTZa JIeKapCTBEHHBIE CPEACTBA JIUIIb «JIEMAaCKUPY-
I0T» CKPBITO NIPOTEKaBIliee HeHpoaereHepaTHBHOE 3a00ICBaHuE,
B ToM uncie BI1. Ha nomo MCA npuxomautcs ot 1,7 go 12,5%
ciy4aeB napkuHcoHusMma, Ha oo [THIT— ot 0,5 no 4,4% [114,
116, 139]. Hozonorugeckast CTpyKTypa MapKHHCOHU3Ma Tpe-
CTaBlicHa HA pUCYHKe 1.



FMABA 2. 3TUOJIOIMA U NMATOTEHE3
BOJIE3SHA NAPKUHCOHA

2.1.3tnonornsa

IIpuuuns! BII He ycranoBnensl. IIpeanonaraercs ydactue re-
HETHYeCKNX (aKTOPOB, BIVSHMS BHEIIHEN cpepl (B TOM dnciie
C BO3MOKHBIM BO3/ICHCTBHEM Pa3IMYHBIX TOKCHHOB), IIPOIIECCOB
crapenns [213].

2.1.1. HacnegctBeHHble paKTopbl

Hapsiny ¢ Bo3pacToM nosioxuTeabHbIN ceMelHbIN aHaMHE3 SIBJISI-
eTcs Hanboree 3HaYUMBIM (aktopom pucka BI1. Tem He MeHee,
BII1 — mpenmytecTBeHHO criopagmdeckoe 3aboneBanue. [Tomo-
JKUTETIbHBIN CeMeHHbII aHaMHe3 BbIsBIsIeTCs B 5—15% ciydaes,
Y JMIIH MeHee 4eM B 1% cirydaeB HaOmonaroTcs 0oJbIINe CEMbH,
e Clly4au 3a00JIeBaHUs TIPOCIIEKUBAIOTCS Ha TPOTSHKEHUH He-
CKOJIbKHX MoKosieHui [5, 102]. B To ke Bpemsi 3nu1eMHOJIOTU-
YeCKHe WCCIICIOBAHUS BBISBILIIOT TCHICHINIO K HAKOIUICHHIO
B ceMbsix cirydaeB BIL. Ipu Hanmmdamu omHOTO OIM3KOTO pOACTBEH-
HEKa, cTpajgaromniero BII, puck 3toro 3a6o1eBaHms yBeIMIUBACTCS
B 2-2,5 pa3a, a mpH HAJIMYUK JIBYX OOJBHBIX POJICTBEHHUKOB
OH Bo3pacraet npumepHo B 10 pa3. Ecnu y ognoro u3 cudcos BI,
TO PUCK 3a00JIeTh Y APYroro cudca yBEIMYMBAETCS MPUMEPHO
B 2 pa3a, a eCI elle OAWH U3 POIUTENCH CTPagaeT STUM 3a00JeBa-
HHEM, TO PHCK JOTIOJTHUTEIHHO yBennInBaeTcs B 45 pa3 [14].
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B cpaBHUTETBHO HEOOBIIOM YHCIIE CeMEHHBIX cirydaeB BIT
YAAI0Ch 00HAPYKUTHh TCHETHUYECCKUN IEPEKT U BEISIBUTH OCIIOK,
KOAMPYEMBIIA MyTaHTHBIM T'eéHOM. Bceero Ha HacTOSAIIKMNA MOMEHT
onucaHbl 12 TeHeTHYECKUX JIOKYCOB, CBA3aHHBIX C MIEPBUIHBIM
MApKUHCOHU3MOM, TIpUYeM JIMIIb B 10 cirydasx yCTaHOBJIEH MPo-
IyKT reHa (cM. Taom. 2) [102]. Hekotopkie u3 3Tux GopM COOTBET-
CTBYIOT TPaIUIUOHHBIM KJIMHIYCCKAM U TTATOMOP(OIOrHIeCKIM
kpurepusm BI1, npyrue otnmgarorcss oTcyTcTBHEM Tenen JleBu
B KJIETKaX YepHOH CyOCTaHINH, HO KIMHUYECKH OBIBAIOT HICH-
tryHbiMU BI1. Bonee Toro, oTMe4ueHo, 4To Mpu HEKOTOPBIX CEMEM-
HBIX (hopMax MEPBUYHOTO MAPKUHCOHU3MA HaTHuue Tesel Jiepu
SIBJIICTCS BAPUAOCITHHBIM IIPU3HAKOM JIAXKE Y WICHOB OJTHOM CEMbHU
Y 3aBHCHT OT BO3PACTa, JIIUTCIBHOCTH 3a00JICBaHUS U HEKOTOPBIX
IpyTuX (haKTOpoB. YKa3aHHBIC 3a00JIEBaHMUS, TIOMIMO CXOJCTBA
KIMHAYECKUX MPOSBICHAN, OOBSICHIIOMNXCS N30MpaTeITbHBIM
MOpaXEHHUEM HUTPOCTPHAPHBIX HEHPOHOB, MOTYT UMETH OOIITHE
MeXaHU3MBbI NTaTOreHe3a, HE3aBUCHMO OT TOTO, COMIPOBOXKIAIOTCS
71 OHU 0OpaszoBanueM Tenen Jlesu wu Het [140].

B cBs3u ¢ 3TUM B JuTepaType B MOCJIEIHUE TOAbI Tpaau-
[IMOHHEIE HO30Iorm4eckne pamku BII, mpemycmarpupatomrie
00s3aTeIbHOE BBISBICHUE TIPU TTATOMOP(OIOTHIECKOM HCCIIe-
JoBaHUM Tenel JIeBu B 4epHO# cyOCTaHIINM, WHOTIA PacIIupsi-
FOTCS 32 CYET BKIIIOUCHUS HACICICTBEHHBIX (HOPM IEPBUUHOTO
napkuHconnsMa (Hanpumep, PARK2 wmu PARKS), xoropsie
He conpoBoxaatorcs GopmupoBanuem teren Jlesn [140]. bo-
nee toro, PARKS, cBsizannas ¢ myrauusamu B rene LRRK2,
B HACTOSLIEE BPEMS CUUTAETCS CAMOW 4aCTOM FreHETUYECKH Jie-
TepMuHHPOBaHHOHK popmoii BI1, Ha 705110 KOTOPO# MPUXOAUTCS
5—6% cemelHBIX ciay4aeB U 1-2% cHopaguuecKkux CIydaeB.
Knunnuecku PARKS8 MoxxeT He oTiMyarbest OT KIACCHUECKOTOo
BapuanTa bIl, Ho HeKOTOpBIE ClTyyan COMPOBOXKIAIOTCS aTUITHY-
HBEIMH YepTaMH: PaHHUM DPa3BUTHEM ICMEHIINH, aMHOTPOdH-
SIMU, TTapaJIMIoOM B30pa | Jp.
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Tabnuya 2
HacnepcreeHHble pOpMbl NTAPKNHCOHN3MA C YCTAaHOBIEHHbIM
reHeTu4yeckum pedpekTom

Tum Hacieno- Dopma Hannune
U 3aboneBa- Jlokyc IIponyxT rena Tesen
HUSA JleBu

AytocomHo- | PARK1 |4q21-23 0-CHHYKJICHH |+

AOMHHAHT- | PARK3 | 2pl3 ? +

Hblit PARK4 |4q21 O-CHHYKJIEHH |+
PARKS |4pl4-15 UCHLL1 ?
PARKS8 |12pll1.2— Japnapun +*

ql3.1 (LRRK?2)
PARKI11 |2q21.2 GIGYF2 (?) ?
PARK13 |2p12 HTRA2 ?
GBA 1921 B-rmokonieped- | £*
po3unasza

Aytocomno- |PARK2 |6q25.2-27 [Tapkun +*

peneceus- | PARK6 | 1p35-36 PINK-1 ?

HbIM PARK7 |1p36 DJ-1 ?
PARKY |1p36 ATP13A2 ?
PARK10 | 1p32 ? ?
PARK14 |22ql3.1 PLA2G6 ?
PARK15 |22q12-13 FBXO7 +
EIF4G1 |3q26-27 EIF4G1 ?

X-cuemen- |PARKI12 | Xq21-q25 ? ?

HBIH perec-

CHBHBII

Heussecren | PARK16 |1q32 ? ?

* Tenbua JIeBu BBISIBICHBI B YaCTH CJIy4acB.
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YcraHOBIICHA CBSI3b MEXy TOBBIIIEHHBIM puckoM BIT u re-
TEPO3UTOTHOW MyTalMel B T€HE JH30COMAaJIbHOTO (hepMeH-
Ta B-mmokorepedpo3mnnassl (1g21). ToMo3uroTsr MO MyTaIUN
B JAaHHOM TreHe cTpafaroT Oonesnpto [ome. Cpenn OONBHBIX
¢ maroMopQoIOrHYeCcKy TOATBEPKACHHBIM Auardo3oM BIT my-
TalMs B JaHHOM I'€He BBIABIISIETCS] IPUMEPHO B 5 pa3 yalie, 4eM
B KOHTpPOJIbHOM momyssiuuy. B M3panne myraums BbISIBIsIETCS
y 31% nanuentoB ¢ BII u nmums y 6% 3n0poBeix aul. Oco-
OeHHOCTHIO KIIMHIYecKoi kapTtuHbl Bl y HocuTeneit MmyTarmm
B reHe B-mmokorepeOpo3uiassl BIsSeTCs Ooee paHHee Hayalo,
PpaHHEC pa3BUTHC HEMOTOPHBIX CUMIITOMOB, BKJIHOUasA KOTHUTHUB-
HOE CHI)KEHHE U TAJUTIOLMHAIMY. HekoTopble nanueHTs nMeroT
(enotun nemennuu ¢ tenpuamu Jlesu (I TJI), Ho MHOTHE 60JB-
HbIe HIMEIOT Knaccuueckyto kaptuny BII [140, 179]. Onucanst
ceMelinble ciayyau BIl, cBsi3aHHBIE ¢ MyTalMEd B TaHHOM I'€HE.

C npyroii CTOpOHBI, JTaHHBIM 00 ONPEAETISIOIISH POIN TeHe-
THUYeCcKoro (akropa B pa3Butuu BIl mpoTruBopedar He TOJIBKO
npeobiajaHue CIIopainuecKuX cydaeB 3a00eBaHusl, HO U pe-
3yJbTaThl OONBIIMHCTBA OJIM3HEIOBBIX MCCIIEI0BAHHUM, B KOTO-
PHIX He OBLIH BBISBICHBI Pa3IMYHs B KOHKOPAaHTHOCTH 10 BIT
MEXIy OTHOSUIIOBBIMH M JBYSHIIOBEIMH Onm3Hemamu [148].
Tem HE MeHee, B KpyIHEHIIeM OIM3HEIIOBOM HCCICIOBAHHU
cpemu BeTepaHoB Bropoit muposoit BoiHbl B CIIA ymamock
BBISIBUTH CYILIIECTBEHHOE pazianyue (B 6 pa3) B ypoBHE KOHKOP-
JAHTHOCTH TOJIBKO Y OOJIBHBIX C pAaHHUM HauaJloM 3a00JICBaHUS
(mo 50 m;et). [lo-BumMMOMY, TeHETHYECKHE (PAKTOPHI UTPAIOT
pemaromnIyio poib P paHHEM Hadajie 3a00JeBaHus, TOTa KaK
BHEIIHUE (PaKTOPHI MOTYT OBITH O0Jiee 3HAUMMBIMU TIpU OoJiee
no3aHeM nedrote BIT. boree Toro, okas3anock, YT0 ypoBEHb KOH-
KOPJ@aHTHOCTH BHIIIE IIPH MPOBECHUN METOI0B (DYHKIIMOHAIIb-
HOW HEHpPOBHU3yalIM3allMH, OLEHUBAIOUINX COCTOSHHE CTpHa-
TOHHUTPAFHONW NTO(MaMIUHEPTHISCKOW CHCTEMBI M CITOCOOHBIX
BBISIBUTH CYOKIIMHIYECKYTO (pasy 3aboneBaHms.
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Takum 00pa3oM, poiib HACJICACTBEHHOTO (hakTopa B IaTore-
Hese BII mpencraBisiercss HECOMHEHHOM, OHAKO Y OONBIINH-
cTBa OOJBHBIX, 0COOEHHO C OTHOCHUTEIBHO MO3IHUM I€0I0TOM
3a0o0JeBaHus, OH, O-BUANMOMY, JIUIIb (POPMHUPYET MOBBHIIICH-
HyIO ‘-IyBCTBI/ITeJ'[BHOCTI) K OHpeI[eJ'[eHHBIM BHCIIIHUM (baKTopaM.
VmeHHO B3aMMOJICHCTBUE HACIICACTBEHHOM MPEIPacONoKeH-
HOCTH W BHEIIHUX (PAKTOPOB, BEPOSTHO, IPEAOMPEICIICT Pa3-
utue BII [5, 31, 151].

2.1.2. DKk30reHHble paKTopbI
OnHMMH U3 BHEIIHUX (DaKTOPOB, KOTOPbIE MOTYT UTPaTh Ba-
Hyl0 posb B 3tnosioruu BIl, sBisitoTCcS repOMIMIbBl U NEeCTH-
uuasl. Metaananus 19 snuaeMHONIOrMuecKuX HCCIeI0BaHui,
BhINONHEHHBIX B EBpone, CeBepHolt AMeprke, A3HH, BBISIBUI
yBenmuenne prcka BII npu xorTakre ¢ nectummuaamu [ 14]. Kon-
TaKT ¢ TAKUMH IIECTHILUIAMH, KaK TapaKBaT, XJIOPOPraHMIECKUE
COC/IMHEHUS, AUTHOKapOaMaTsl U JIp., MOXKET OBITh MPUYUHOI
Oonee paHHero Hayayia 3a00J€BaHUS y JIMII, ITPOKUBAIOIINX
B cenbckoil MecTHOCTH. [loBbiienue pucka bI1 nmon BiaustHuEM
repOMINI0B ¥ IECTUINAOB MOXKET 3aBHUCETh OT UX JI03bI M OBITh
OIIOCPEOBAHO HApyIIEHHEM (QYHKIIMH MUTOXOHIPHH 10O U3-
MEHEHHEM KOH(OPMAINH U arperanneii o-CuHyKiIenHa [6].

B HEKOTOPHBIX HCCIEOBAHIUSX 110 THITY «CITy4ai—KOHTPOIbY»
y 6onbHBIX ¢ BI1 oTMedeHa Oosiee BHICOKasl 4acTOTa YEpPEIHO-
Mo3roBoii TpaBMbl (UMT), oqHako nHTEpHpeTarys 3Toro Gakra
Ha JaHHBIA MOMEHT 3arpynHeHa. C omHON cTOpOHEI, 3a007eB-
M€ TAINCHTHI, CKIIOHHBIE IPUAABaTh BXKHOE 3HAUCHNE (DaKTy
TpPaBMbl, OXOTHEE BCIIOMHHAIOT O HEW mpu cOope aHaMmHe3a.
Oxka3zajock, 4To Hanbojee BBHICOKAsh 4acTOTa TPaBMBI OTMeda-
eTCsl B OCTIeTHIE MECALIbl, MPEIIECTBYIOIINE YCTAaHOBICHUIO
muarHosa BII, Torna kak B Oosee OTHaleHHOH IepCIEKTHBE
pa3nu4us ¢ KOHTPOJIBHOM IPYNITON CTIIaXUBAIOTCSA. DTO CBHIC-
TenbeTByeT npotuB yaactist UMT B marorenese BII. C apyroit
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