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B cmamwe npusodumcs ucmopuueckas cnpaska o passumuu YueHus 0 Mosmxceure, 6600Smcs no-
HSIMUL 0 OONEIHAX MO3NCEUKA, NEPEUUCTSIOMCSL C KPATNKOU XAPAKMEPUCMUKOU ABMOPCKUE HEBPOJ02U -
yecKue CUHOPOMbL, NPUSHAKU KOMOPHIX COOEPHCAT CUMNMOMAMUKY MO3HCEUKOBHIX NOPANCEHUU U He-
KOMOPbIX 3a001e8aHUTL YIUHO20 J1AOUPUHMA 8 ACNEKMAX OMOHEBPOL0ZUU.
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Ce0CMBEHHOCD, ZUNOPEPIEKCUSL.

Buéauozpagus: 12 ucmounuxos.

The history reference happens to In article about development of the teaching about cerebellum, are
entered notions about disease of the cerebellum, are enumerated with short feature author’s neurological
syndromes, which signs contains the symptoms of an cerebellum defeats and some diseases of the ear
labyrinth in aspect of otoneurologie.
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Hcropusa usyyeHus Mo3:kedyka

B HeKoTOPBIX TepBbIX paboTax 1Mo aHaToMuu Apucroresist u [aeHa MO3KeuKy He OTBOAMUIOCH Ka-
KOIi-711060 3HaYMMOM posin. TIepBbiM, KTO MPEANOIOKNIT (GYHKITHOHAIBHYIO 3HAYUNMOCTh MO3/KEUKa,
611 Anzipeac Besasuii.

[TepBoe cepbesHoe HKCIEPUMEHTANBHOE M3yUYeHHe MO3KeuKa ObLIO TpeAnpuHsaTo Posanmo B
1809 roxy [2]. [ToBpeskaast MM yaaisist MO3KEUOK Y PA3IUUHBIX JKHBOTHBIX, OH 00paTHJI BHUMAHUE
Ha HapyIlIeHne y HUX MPOU3BOJIbHBIX ABUKEHUN U YCTAHOBUJI CBSI3W MO3KeUKa ¢ TOMOJIaTepabHbI-
MU 9acTsIMU Tesia. DTu Habmoaenust 6buiu ipopospkersbl M. Doryparcom B 1830 roay [1], KoTopbrit
BBIZIBUHYJI KOHIIETIIIAIO O PETYJISITOPHOM BIMSHUM MO3KeUKa Ha IBUTATETbHYI0 aKTUBHOCTD. M ke
BIIEpPBBIE OblJIa OTMEYEHa BBHICOKASI CTEIIEHb KOMIIEHCAI[MH, HACTYMAOMIAst OCJIe YaCTHYHOTO Y/iaie-
Hust Moz:keuka. Mpanc n @. Maxkanau B 1824 romy Ha OCHOBAaHUU 9KCIIEPUMEHTOB TI0 TT€pepe3Ke
HO’KEK MO3’KeyKa PaCCMaTPUBAJIN €T0 KaK IeHTP HEPBHBIX MexaHu3MoB paBHoBecus [ 1]. HoBbril me-
puo/ B usydeHun (hyHKIUN MO3KeuKa HaurHaercst ¢ pabor Jlyuano (1891), koropomy yzaamioch Ha-
6JII0/1aTh 32 JKUBOTHBIMU B T€UEHHUE JITTUTEIHHOTO BPEMEHHU MOCJIE YAATEHIS MO3KEUKA 1 TPOU3BECTH
TIATETbHBIN aHAJN3 CUMIITOMOB MOPAKEHUsT MO3Keuka. VM BriepBbie Obliia co3ana 000CHOBaHHasT
Teopus 0 GYHKIUAX MO3KeuKa, OJyIrBIIas B cBoe BpeMs mmpokoe mpusHanue [12]. Uccaenosanns
Jlydyano mokasasu, 4TO OCHOBHBIM KOMILJIEKCOM /IBUTATEJIbHBIX HAPYIIEHUN MO3’KEYKOBOTO MTPOUC-
XOXKICHUS ABJSETCS amakcus, BKIIOYAIONasl TaKue CUMIITOMBI, KaK amonus, acmasust 1 acmenus
(tpuazna Jlyuano) [4]. Corsacho Jlyuano, M0o3:ke4oK sIBJIIETCSI BCIIOMOTATEIbHBIM OPTaHOM TOJIOB-
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Hz06padicenue ocosanus 201061020 MO32a, GbINOTHEHHOE Andpeac Besanuii (1514—1564)7.
A. Besanuem 6 1543 200y. Ha pucynxe maxaice usobpadcen
MO3diceuok (cmpenxa).

HOTO MO3Ta B KOOPAWHAIMK PAabOThI IBUTATEILHON CUCTEMBI; OH OKa3bIBAET PEryJIMPYIOIIEE BIUSHIIE
Ha 00pa3oBaH¥e IEeHTPaIbHON HEPBHOI CUCTEMBI 1 ITepU(eprUUecKyi0 HEPBHO-MbIIIEYHYIO CUCTEMY
Iy TEM MOHUYECK020, CMAMUYecK0z0 i mpoguueckoezo aeiicrsuii. VicciepoBanusivu Jlyuaso 6b11n mo-
Ka3aHbl aKTUBHOE ydYacTHe KOPbI OOJIBIINX TIOYIIAPUil, B YACTHOCTH €€ CEHCOMOTOPHOI 00J1acTH,
B KOMIIEHCAIIUN JIBUTATETbHBIX MO3’KEYKOBBIX PAcCTPOicTB ((YHKIIMOHAIbHAS KOMIIEHCAIIHS ), a
TaK)ke BO3MOKHOCTDb 3aMelleHus 1eheKTOB JABUIKEHUs, BbI3BAHHBIX YaCTUYHBIM Y/IaJeHHEM MO3-
JKeYKa, COXPAaHMBIIUMICS ero yyactkamu (opranuueckass komreHcaiust) [11]. Takum o6pasom, B
XIX Beke cchopMUPOBAIMCH TPY OCHOBHBIX HAIIPABJIEHUS B YUEHUU O MO3KEUKE:

1) unesa Posanno o mudhy3sHoM MO3KEUKOBOM BJIMSHUM HA BCIO JBUTATEJbHYIO aKTUBHOCTD 3a-
pozania rutiotesy JIy4aHo 0 TOHUYECKOM 00JIervaloIeM BAUSHIN MO3/KeUKa Ha IeHTPaIbHbIE CTPYK-
TYPbI, KOHTPOJUPYIONNE AKTUBHOCTDH CKEJIETHBIX MBITIII;

2) konteniust M. DirypaHca o ¢BsI3W MO3’KeYKa ¢ KOOpANHAIIMEN IBUKEHNI Obla MmojiepsKkaHa
u ycoBepineHcrBoBaHa Jloccanom B 1862 rogy u M. Jlesanposckum B 1903 rojy, KoTopbie MombITa-
JINCh CKOPPETUPOBATH (DYHKIINN MO3:KeUKa C MBIIIIEYHOH YyBCTBUTETbHOCTHIO;

3) runoresa @. MaskaHau HalTa cBoe JajbHeiinee passutre B paborax /[. Meppoe (1876),
Credanu (1877), B. M. bexrepesa (1884) u Toma (1897): B HUX MO3KE€UOK pacCMaTPUBAETCS KaK
OpraH PaBHOBECHSI, TECHO CBSI3aHHBIN ¢ BeCTUOYJISIPHBIM arapaTom [1].

Bce nepeuriciieHHbIe vccenoBaHus OB BBITTOJHEHBI METOIOM Y/IAIEHUST MO3KEUKA.

B xonue XIX seka Y. [Ileppunrronom, Jlesenranem u B. TopciieeM oyt 01HOBPEMEHHO OBLIO
0OHapy:KeHo, uTo JerepedpaloHHast PUTHIHOCTh MOKET OBITh 3aTOPMOKEHA Pas3/pPaKeHNEM MO3-
skeuka [1].

Ito HabMOIeHNE SIBUIOCH HAYaIOM HOBOW JIMHUN HEHPOMU3UOIOTNIECKUX UCCIEIOBAHNUT, BbI-
SBUBIIUX HAJIMUNE TECHBIX CBA3€l MO3KeuKa CO BCEMH CUCTEMaMU CYIpPacITMHATIBHOTO KOHTPOJIS.
B nocnenytomem couetanme aTUX JABYX METO/IOB 9KCIIEPUMEHTATBHOTO N3YUYEHUST TIPUBEJIO K BBIBOJLY
00 0cob60il PO MO3KeUKa B MPOIECCE BUTATEIBHOTO YIIPABJICHUS, a KIMHUYeCKIe HaOJII0ICHUS,
HOTBEP/IUB MPEUMYIIECTBEHHO JBUTATEIbHY O HAITPABJIECHHOCTh MO3KEYKOBOI CUMITTOMATHKH, 00-
HAPY’KUJIM OONTHOCTD B KApTHHE MOPAKEHUST MO3KEUKa Y YeJIOBEKA U JKUBOTHBIX.

3aboseBanus Mo3skeuka [ 1]

3uanug u3 objacty 3aboseBannii Moszkeuka (Msu) aius JIOP-cienuanuctoB, 0cOOEHHO I
OTOHEBPOJIOTOB, SIBJISIOTCST YPE3BBIYANTHO Ba)KHBIMU, TOCKOJIBKY OHH TIO3BOJISIIOT OPHUEHTHUPOBATHCS

! Besanmit (Vesalius) Anpeac — 3HAMCHUTBIH aHaToM 13 Bpioccess, eii6-mennk Kapia V, motom @uowma 11; mo-
JIOKVJT HAYAJIO HAYIHOW aHATOMUHU, OCHOBAHHO# Ha BCKPBITHI TPYIIOB.
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B IIMPOKOM CIIEKTPE MaTOJOTUI YITHOTO JJAOMPUHTA U CIIOCOOCTBYIOT ahheKTUBHON auddepeHim-
AJIBHOI INATHOCTHKE MESKIY COOCTBEHHO MATOJIOTHYECKUME (DOPMaMK MO3KeYKa U MIMPOKKUM CITEK-
TPOM JIAOUPUHTOIATHIA, ¢ KOTOPHIMU HEPEIKO BCTPEYAETCS B CBOEH MPAKTUYECKON JesITebHOCTH
JIOP-cuenmanuct [6]. Huzke npuBesieH nepedenb 3a0oeBannii M34, IIpu KOTOPBIX MOTYT BOBHUKATh
CHIMITTOMBI, CHMYJIMPYIOIIFE TO Wi nHOe 3abosieBanue yurHoro JabupunTa [1]. Kpome toro, Heko-
Topble nHbeknnonHbie 3a6oseBanust JIOPopraHoB MOryT OCJIOKHSITBCS MMOPaKEHUEM COOCTBEHHO
Ma3u, 4ro, HeCOMHEHHO, TpeOyeT 3HaHUI U3 obsacTu matoygoru M3y [1].
Krnaccudukamnus 3adoeBanmii 1 nopaskenuii Mo3sxeuka [ 1|
A. Anomanuu paseumus, naciedcmeenmole 3a601e6aHus.
I. Arenesun.
I1. Tunorenesum.
II1. Increnesun.
IV. Inciokaimm MO3KeuKa.
V. HacnencrBennast Mmo3skeukoBast atrakcus [Ibepa Mapu u ap.
b. Anomanuu cocyoos.
I. AHeBpU3MBI B 3aiHEN YEPEITHOM SIMKE.
I1. TTarosrormyeckast UBBUTOCTb, METI0Opa30oBaHUE.
IT1. AaTHOMBI.
B. Ampoguu mosxnceuxa.
I. Atpocust kopsr.
I1. OsmBonoHTOLEpEOE/ISAPHBIE ATPOPUH.
1. [TonTUHHBIE.
2. KpacHosinepnbie.
3. OsiuBapHbIe.
I11. IlepBuunast aTpodusi HEHTPAIBHBIX SIEP.
IV. Crapueckas atpodus.
I'. Hapywenust kposoobpauienus.
1. OMb6oMK apTepuii:
1. UudapkTsi,
2. Pazmsryenus.
I1. KpoBoususaus.
/1. Bocnanenus (anvuearumot).
I. C okkim03ueilt TMKBOPOITPOBOISAIINX Ty TEN.
1. C noseitiernem BHyTpudeperHoro gaasiaenus (BU/I).
II1. Bes nosbimenus BY/I.
E. AbcueccoL.
I. Ororennsie.
I1. Temarorennbie.
K. Kucmo.
I. IlepBuumnsie.
[1.Bropuunbie
1. IlocTremopparuueckue.
2. OnyxoJieBbie.
3. O6osoueunbie (B 3a/HEI YEPEITHON SIMKE).
3. Onyxonu.
I. JTo6pokauecTBEHHBIE.
1. 3nmokavecTBeHHBIE.
. I[Tapasumapnvie 3ab6onesarnus.
I. IlucTunepk.
[1. DXMHOKOKKO3 1 JIp.
K. Cneyuguueckue ungexuuonnvie saboresanus.
I. Cudpuimc.
I1. Ty6epky.res.
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IT1. AurpononHas (hopma GereHeTBa KOPOB.

JI. Tpasmamuueckue nospexcoenus.

1. 3akpsbiThIE.

I1. OTkpoITHIE.

M. ITopaxcenus npu 06uuUx UHPEKUUOHIHBIX 3A00NICEANUSIX.

H. Toxcuueckue nopasxcenus.

. AnkoroJsibHast UHTOKCUKAIWS.

I1. HapkoTnueckast MHTOKCUKAIIHUSI.

[Tepeunciennbie BUIbl 3a60/1€BaHIIA U TOPakeHUI M34 He HCUEpIIBIBAIOT BCEX BUJIOB €70 TaTOJIO-
TUYECKUX COCTOSTHUI, IAHHBII CIUCOK JIMITH MOKa3bIBAET, HACKOJIBKO Pa3HOOOPA3HbI 9TH COCTOSTHS
1 Kak Besqnko ux yncyio [10]. O6bem KypHaIbHON CTaThi HE TTO3BOJISIET OCTAHABJINBATHCS HAa BCEX
BH/IaX MTATOJIOTHH, TO9TOMY Mbl KOCHEMCSI JIMITITb T€X U3 HUX, KOTOPbIE TTpUBeIeHbI B M e IyHapoIHOM
knaccudurarmmn bonesneit — MKB-10.

CoracHo 3T0ii Ki1accu@uKaImm, MO3Ke40K HETIOCPEICTBEHHO IMTOPAYKAETCS TIPH CJIEYIONINX T1a-
TOJIOTHYECKUX COCTOSTHUSX.

Abcueccol mosaceura (G06.0 cormacio MKB-10).

Ipynna nacredcmeennvix 3abonesanuii conpoBoskaaercst paspuruem arakcuu (G11). Ipu Heko-
TOPBIX U3 HUX OTMEYAEeTCs IPEUMYIIIECTBEHHOE MTOPaskeHe MO3KeuKa.

Paccesmnvui cxnepos (G35) — XxpoHUUecKoe JeMueIMHU3UpYyoliee 3aboseBanue. [Ipn HeM Ha-
6JII0/IaeTCS MHOTOOYArOBOE MOpakeHHe HGeJI0To BEeNecTBa IeHTPaIbHON HEPBHOI CHCTEMBI.

Hapymerust MO3roBoro KpoBooGpaiieHust B MO3KeYKe MOTYT IIPOXOANUTH JTUOO 0 UIIIEMUYECKO-
my (163 corimacio MKB-10), 160 o remopparudeckomy (161.4) turmy.

Yepenno-mo3z06as mpasma.

Ilopokxu pazsumus.

Hacnedcmesennoie 3abonesanus mosceuxa [6].

HacnencrBennas Mo3xeukoBas atakcus [Ibepa Mapwu onpenemnsiercs kak
HACJIe/ICTBEHHOE JlereHepaTHBHOE 3a00JIeBaHIUE C TPENMYIIIECTBEHHBIM MOPAKEHIEM MO3KEUKa U €T0
POBOASAIIUX MyTeil. Tuil Hac/ae[0BaHUsT ayTOCOMHO-OMUHAHTHBI [6]. [Tpr mannoM 3abosieBaHnn
OTIpeIeJISIETCS IeTeHEPaTHBHOE TIOPasKEHNE KJIETOK KOPBI U sI/IEp MO3KeuKa, CIIUMHOIEPEOeISTPHBIX
nyTeit B O0KOBBIX KaHATHKAX CIIMHHOTO MO3Ta, B si/[Pax MOCTa ¥ TPojoJroBatoro mosra [ 1, 3, 4].

OnuBonoHTOmEpebeNMAsIpHBIE AeTeHepaluun [pyrnma HacIeACTBEHHbBIX 3a00J1€e-
BaHWI HEPBHOI CUCTEMbI, XapaKTEPUIYIONINXCS JlereHePaTUBHBIMUA M3MEHEHUSIMU MO3KeUKa, SI/IEp
HIDKHUX OJIUB M MOCTA MO3Ta, B PSIJIE CIy4aeB — si/IeP YePEITHbIX HEPBOB Kay/1aJIbHOM TPYIITIbI, B MEHb-
el CTerneHy — MopaskKeHneM MPOBOASIINX ITyTell W KJIETOK MEPEAHNX POTOB CIIMHHOTO MO3ra, Oa-
3aJIbHBIX TaHTJINEB. 3a00JIeBaHUST PA3JIMYAIOTCS TUIIOM HACJIEA0BAHUS ¥ COYETAaHUEM KJINHUYECKUX
cuMITOMOB [4, 5]. K aTuM JierenepaiiusiMm 0THOCSTCS pasHooOpasHbie (hOPMbI aTPOhUN MO3KEUKa,
Harpumep osnBollepedessipaast atpodus lexepuna. [To cBOMM KIMHUYECKUM TIPU3HAKaM K Ha-
CJIEICTBEHHBIM JIET€HePaIMsIM TPUMbBIKAIOT aTpoduu M34, 00yc/IoBIeHHbIe 0ObeMHBIMI TPOTlecca-
MU 3a/IHE YeperHoii IMKU (OIyX0JI1, MAaCCUBHbIE aHEBPU3MbI M TeMAaHTHOMBI, KHCThI MO3TOBBIX 000-
JIOYEK), OKasbIBarolre gaBienne Ha M3su [3]. dToMmy MoryT crocobcTBOBaTh PyOIIOBbIE TIPOIECCHI
KaK CJIe/ICTBUE TPABM, pAHEHUI 1 BOCTIAJINTEIbHBIX 3a00JI€BaHIIT MO3TOBBIX 000JIOYEK.

[Toutu Bce Buzbl arpoduii M34 cOMPOBOKIAIOTCS aTaKCUYECKUM CUHAPOMOM PAa3HOU CTeneHu
BBIPAJKEHHOCTH, a TaKKe HapyIIeHUusIMU BecTHOYIsipHOI (pyHKInu [1]. XapakTrepHbl CHUKEHNE MbI-
MIEYHOTO TOHYCA, MHTEHITMOHHOE [IPOKaHNe, CKAHIMPOBaHHAsI Peub, aJIMOJIOXOKUHE3 U JIUCMETPUS
(HapyIeHre aMIIATY/IbI IleJIieHarpaBiaeHHoro Asskenud) [1, 10].

OT MO3KE€YKOBOIl aTpOPUUECKON aTaKCUU CJIEAYeT Pa3jindaTh BeCTHOYJSIPHYIO aTakcuio [8],
a Tak’Ke HEKOTOPbIE HACJIE/[ICTBEHHBIE aTAKCHK U aTAaKCUH IIPH Psijie 3a00JIeBaHN HEPBHOI CUCTEMBI
[6].

BectuOy isipHast atakcust BOZHUKAET ITPU HapPyIeHUH (QYHKIUHE XOTsT ObI OJIHOTO U3 YIIHBIX JIa0u-
PUHTOB, U €€ IPOSIBJICHUST HOCST CUCTEMHBIN IBYCTOPOHHUI XapakTep. Bo3HUKaIOMMii Tpy HEe#l CIIoH-
TaHHBIN HUCTATM, PABHO KaK U BCE OCTaJIbHBIE TPOOBI Ha KOOPAWHAIINIO JABUKEHUIT UMEIOT CBOU THTIH-
yecKre 0COOEHHOCTH, OCHOBHbIE M3 HUX — 9TO JBYXKOMIIOHEHTHOCTh HUCTarMa U OUJIaTepasbHOCTb.
Yro KacaeTcst yIOMSHYThIX BBIIIE aTAKCHIA, TO MbI OCTAHOBUMCS JIUIITh HA HEKOTOPBIX U3 HUX [1].
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Cemeiinas atakcuss Opuppeiixa (eeonucan Hemerkuii teparest N. Fridreich B 1835
rofy). 9To XpoHUYeckoe 3abojieBaHne HEPBHOW cUCTeMbl. B ee ocHOBe Jie;kaT MeIJIEeHHO TIporpec-
CUPYIOIINE JleTeHepaTHBHBbIE M aTPO(hUIecKre SIBJEHUs TIPOBO/SIINX TTyTell GeIoro BelecTBa 3a-
JTHUX ¥ OOKOBBIX CTOJIO0B M HEKOTOPBIX YUACTKOB CIIMHHOTO Mo3ra. OOBIYHO 3200JI€BAIOT JIE€TH OHOI
ceMbi B Bo3pacte ot 6 10 10 ser. 3aboeBaHne HACAeLyeTCs 110 AyTOCOMHO-pelieccuBHOMY Ty L.
[TposiByisieTcst ABUTATEIBHBIMU KOOPAMHAIIMOHHBIMU PACCTPOMCTBAMU, CIIACTUYECKUMHU TIape3aMH,
yracaHueM CYXOKUJIbHBIX pedeKcoB 1 TPOhUIecKuMI NU3BMEHEHUSIMU CKeJIeTa.

CemeiiHast mapoKcu3MaJbHas aTakcus, uau 6ome3nb [lapkepa (M. Parker
1946), oTHOCKTCS K KJTaccy peKknux 3abosieBaHmil. XapaKTepu3yeTcst ePUOAMIECKIMU TIPUCTYTTAMU
aTaKCUM, IN3aPTPUN CHOHTAHHOTO HUCTarMa. B HEKOTOPBIX ciiydasix HaOJI0AI0TCsT TOJIOBOKPYKe-
HUe, PBOTA U TOJIOBHAs! 00JIb; TUTEIHHOCTh — OT HECKOJIBbKMX MUHYT 10 1 Mecstiia. TTocsie aTux mpu-
CTYTIOB HE OCTAETCSI OPTaHUYECKOI CUMIITOMATUKU.

3aboieBanye HACJIELYETCs 10 Ay TOCOMHO-JOMUHAHTHOMY THITY2. MOIIHBIM KYIHPYION[UM IPH-
cryn addexrom obazaer quakapd, Hopmanusytommii 6aranc Kaaus B [THC. BospacTroii qnanazon
nebiora 6osesnu — ot 1,5 10 60 Jser.

HacnepcTBeHHass Mo3x)edxkoBas atakcusi IIbepa Mapu (omucana dpan-
1y3ckum HeBposiorom P. Marie B 1892 rosy) o6yciioBiiena aTpodueil Mo3KedKa 1 lereHepaTHBHBIMU
M3MEHEHUsSIMU B CTBOJIE MO3Ta, B OOKOBBIX M 33JHUX CTOJOAX CITIMHHOTO Mo3ra [1o MHEHMIO HEKOTO-
PBIX aBTOPOB, aTakcust [Ibepa Mapu — aTo cOopHast TpyTiia 3ab0JeBaH1iA, 9aCTh KOTOPBIX OTHOCHUTCST
K IOMUHAHTHO HACJIeyEeMbIM OJIMBOIIOHTOIEPEOEIIPHBIM JIeTeHePAIIUsIM, TPU KOTOPBIX MTAaTOJIOTH-
yecKuil reH 06J1a/1aeT BHICOKOIT TIEHETPAaHTHOCTHIO, BCJIEACTBUE YETO TPOIYCK HACIEyeMOI O0JIe3HI
B TIOCJIELYIOIIMX MTOKOJIEHUsIX peakn. 3abosieBanre 0ObuHO Bo3HMKaeT B 30—40-/ieTHeM Bo3pacTe u
00BIYHO HAYMHAETCS C HAPYIIEHUS TIOXOAKH C TIOCJIEAYIONIMM IPUCOEINHEHNEM aTaKCUU B PyKaxX U
TUMTMYHBIX MO3’KEUYKOBBIX HAPYIIIEHUI PEUH.

B mmarHocTrike MO3KEUKOBBIX TTOPAKEHU GOJIBIIIOE 3HAYEHUE PUIAI0T HEKOTOPBIM CHHIPOMaM,
CHIMITTOMBI KOTOPBIX MOTYT UMUTHPOBATh WM YaCTHYHO 3aBUCETh OT HaTosoru M3u uiu BecTrOy-
asgpHoro anmnapata [8]. Huke nmpuBoanm KpaTkoe onmcaHue 3TUX CUHAPOMOB, MHOT/IA UMEHYEMbIX
«60JIE3HBIOY.

Cunapom Korawna |[7], win rmasoasuratesnbHas anpakcus (onucan B 1953 rony amepu-
KaHckuM odrambmosiorom D. Cogan), oTHOCHTCS K 3a60JIEBAaHKSIM C 2y TOCOMHO-PEIECCUBHBIM TH-
oM HacjiegoBanus. [IpusHaku 3a6osieBaHys TIPOSIBJISIIOTCS. B BO3pacTe 3—5 JIET U SIBJISIIOTCST €JIMH-
CTBEHHBIM HEBPOJIOTMYECKMM HapYIIEHHEM MPU HOPMAJbHOM MCHXHUYECKOM Pa3BUTHM pebeHKa.
Bosnukarorie TpyaHOCTH TPU 00YIEHUU YTEHUTO CBSA3AHBI C AUTLIOMHEN.

Takue ke r1a3oBUTaTeIbHbIe HAPYIIIEHUST BO3HUKAIOT MIPH JBYCTOPOHHEM MTOPAKEHUH JIOOHBIX
noJieit, TpoMO03€e CaruTTaaIbHOTO CUHYCA, OMYXOJIM TeMEHHON 11011, BOoJIbHOIT He MOJKET HallpaBHUTh
B30p B HY)KHOM HarpaBjeHuu. [Ipy mombITKe KOMIIEHCUPOBATH 3TOT e(EKT MOBOPOTOM TOJIOBBI
rJ1asHbie si0JI0KH erire OOJIbIIe TTOBOPAYNBAIOTCSI B TPOTUBOIOJIOKHYIO CTOPOHY.

Cunapom Posenbepra [6], uiu cuHIPOM aTaKCHU, TIyXOTHI U TUIIEPYPEKUMUN (OIUCaH
B 1970 roay amepukanckuM HeBpornaTosioroMm R. Rosenberg), oTHOCHTCST K KOMIIJIEKCY HAC/IE/ICTBEH-
HBIX aHOMAaJTUI, BO3MOKHO, ay TOCOMHO-TOMUHAHTHOTO WJTM PelleCCUBHOTO HacJenoBanus. [lepsbie

1 AyTocomuo-perieccuBHbIil TUIT HAC/IEZOBAHIS PeaH3yeTcs IIPH HACIeCTBEHHOI Hepeaue 3a60J1eBaHMiL, 1715 K1~
HUYECKON MaHU(eCTaIlui KOTOPbIX HEOOXOUMO IPUCYTCTBIE MYTAHTHOTO TeHa B TOMO3UTOTHOM COCTOSIHUH, T. €. Ha 00e-
UX TOMOJIOTHYHBIX XPOMOCOMAX, YHACJIEJOBAHHBIX OT pouTesieil. Haile BCero mpu ayToCOMHO-PeIeCCUBHbBIX 3a00/1€BaHNU-
AX MEPBUYHBIN MOJIEKYJISIPHBIN /IeeKT 3aKio4aeTcs B oBpeskieHnn hepMenTa, a 1aToJorndeckuii o ekt npossiisercs
[IPY KPUTUYECKOM CHUKEHUHU €r0 aKTHBHOCTH — HUJKE TIOPOTOBOTO 3HAYECHMS.

2 AyTOCOMHO-ZOMUHAHTHBII THII HAC/IEIOBAHS GOJIE3HI HMEET MECTO B TeX CJIy4asix, KOI/Ia ATOIOIMUeCKHil el sIB-
JISIETCSI JIOMUHAHTHBIM U o0eciiedrBaer paspurie MaHnubecTHO! GopMbl OOJIE3HY JIaKe B TETEPO3UTOTHOM COCTOSIHUM, TaK
KaK OH JIOKQJIM3YeTCs Ha OJIHOM U3 JIBYX TOMOJIOTMYHBIX HEIIOJIOBBIX XPOMOCOM.

JlaHHbII THIT HACJIeIOBAHNS XapaKTePU3YeTCsl CJIe/lyIONIUMHU IPU3HAKAMU:

* npsiMast repejiaya GoJIE3HU TPOUCXOIUT OT OHOTO U3 POJUTEJIEN, UTO SBJISIETCS IIPSIMOiT BEPTUKAIBHOM T1eperaveil
reHeTUYECKUX IPU3HAKOB, B TOM YHUCJIe OT HOJILHOTO OTIA;

* HepeJKO TIPociekuBaeTcst ManubecTaryst 6oJe3HU B HECKOJIbKUX MOKOJEHUSIX.

3 B nacrosutee Bpemsi usBectHo cBbiie 2000 HACIECTBEHHBIX 60JIE3HEl U FeHeTHYeCKH eTePMIHIPOBAHHbIX CIH-
JIPOMOB, TIPOSBJISAIONNXCS HEBPOJOIMYECKOH CUMIITOMATHKOIA.
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MPU3HAKU JAHHOTO CH/[POMA BO3HUKAIOT B PAHHEM JIETCKOM BO3PACTE U MPOSIBJISIOTCST BBIPAXKEHHOM
JIBYCTOPOHHEIT TYTOYXOCTBIO, GBICTPO MPOrPECCHPYIONIEH 10 OTHOI ITyXoTh L. DTO BeeT K 3a/1epsK-
Ke Pa3BUTHS PeYr M HEMOTE.

[TpusHaku aTakCUU HAYMHAIOT BO3HUKATH B 3—5-JIeTHEM BO3pacTe: HapyIlleHHe TOXOIKH, aTpo-
ust MbIIT HUDKHUX KOHEYHOCTel. B Bo3pacTe nocsie 20) jieT BO3HUKAIOT MTPOrPeccupyomias aTpo-
(bust 3pUTENLHOTO HEPBA U YXY/IIIEHIE 3PEHNsT, HApYIIEHWI MHTEJIEKTa He HaOJI01aeTCsl.

Cunagpom Pyccu—Jlesu|[6], unu cugpom arakcuu-apedsexcun (onucan B 1926
roay dpanitysckumu Bpadamu G. Roussy u G. Levy), otHocuTcs K 0/iHOH 13 (hOPM HACIEICTBEHHBIX
CIIMHHO-T[ePeOeJISTHBIX aTaKCHil, HAUMHAETCS] B PAaHHEM JIETCKOM BO3PaCTe C 3ala3/IbIBAHUsI [IEPEXO-
na peberka k xozub0Oe. IIposiBisieTcst mporpeccupyolieil arpodueii MBI ToJIeHeN U JTaJlOHHOI 110-
BEPXHOCTH, aHOMAJITMSIMUA PA3BUTHS CTOII, CKOJTMO30M ITO3BOHOYHWKA, MTYTUJIJIOTOHUElN (OTCYTCTBUE
peakIuy 3payKoB Ha CBET), BPOKIAEHHBIM CTPAOU3MOM M KaTapaKTOil, OTCYTCTBUEM CYXOKUJIbHBIX
pedIeKcoB Ha HOTax, MHOT/IA MOJIOKUTENBHBIM MEePBbIM cUMIITOMOM Babunckoro?. OT cunipoMa
[ITapko—Mapu oTsinuaercst BbIpaKEHHOM MO3KEUYKOBOM cuMnTomMaTukoii. [latomopdosornueckue
M3MEHEHUST TIPOSBJISTIOTCS JleTeHepaleil 3a/lHUX KOPENIKOB CITMHHOTO MO3Ta, TTMPAMU/IHBIX TTYTel,
crostboB Kiapka u sijiep KayaaJbHON TPYIIIbI YEPEITHBIX HEPBOB, MPU3HAKU TTOPaKEHUsT KOTOPHIX
BXOJISIT B TAK HA3BIBACMbIC AIETEPHUPYIONIIE CHHIPOMBIS.

Bonesur M@apmepa—Mycrtuana [6], ummarakcus BectuOyasipao-iiepebesisipHast (orm-
cana B 1963 rojry) xapakTepusyercsi MeJ[JIEHHO HapacTalOINMU MO3KEYKOBBIMU 1 BECTUOYISIPHBIMU
paccrpoiicTBamu. 3abosieBaHne 0ObIYHO HAaUMHAETCs BHe3aIHo B Bodpacte 30—40 jieT mepuonyecku
BO3HMKAIOIUMHU MPUCTYIIAMUA TOJIOBOKPY’KEHUS, MATKOCTHIO MMOXO/IKHU, TUCKOOPANHAIINEN JBUKE-
HUIl 110 TApMOHUYECKOMY THITY, CIIOHTAHHBIM /[BYXKOMITOHEHTHBIM HUCTarMOM, PBOTON (BecTHOY-
JISPHBIN KOMIIOHEHT 00JIE3HM ), AUTIIONIEN TIPU OTCYTCTBUU TYTOYXOCTH U IITyMa B yxe (OT/JIYue OT
6osesnn Menbepa). Bue npucryia Bectubysisipabie poObl B HOpMe. 3abosieBaHie BO BpeMsl IIPH-
CTyIIa IMeeT HEKOTOpbIe 001Ire 4epThl ¢ Oose3Hbio MeHbepa, cunapomamu bapanu, Bappe—Jlbey,
Bapun—Porirena, 6ose3Hbio Jlepmyaiie, 0T KOTOPBIX ero AuddepeHnnpyeT mo HaTudui0 MO3KETKO-
BBIX CUMIITOMOB.

Cunapom bapanwu? wim MO3KEeUYKOBast TeMUKPAHWS: BOSHUKAET IIPU 0OBEMHBIX ITPOIEC-
cax B 3ajiHeil yepernHoi simke |7], TpaBme yeperna [5] u ap. [IposiBisieTcst TOIOBOKPY:KEHMEM, OIHO-
CTOPOHHUM MPEXOSIIUM HAPYIIEHUEM CJIyXa, IMyMOM B YX€ U MO3KEUYKOBOI reMukpanuein (60 B
OJTHOW M3 TI0JIOBUH 3aThLIOYHOI 00J1aCTH).

Cunnpom bappe—Jlbey|[1] (onucan HesaBucuMo JIpyT OT ipyra (hpaHIly3CKUMU HEBPOTIa-
tosoramu M. J. Barre u Y. C. Lieou), npezicrasiisier co60ii HEPOBACKYJISIPHBIN CUMITTOMOKOMILIIEKC
1py 3a00JIeBaHUSX TEHHBIX TTO3BOHKOB. [1posiBiIsieTcst 3aThIIOYHBIMK OOJISIMU, TOJIOBOKPYKEHUEM,
HapyIIeHneM PaBHOBECHS TI0 BECTHOYJISIPHOMY THUITY, IIIyMOM U 0OOJIbIO B yIIaX, HEBPAJITUIECKUMU
6oJIsIMK B TJIa3HbIX s10J10Kax 1 jip. OOyCI0BIEH HapyIlleHeM KPOBOOOPAIlEH!UsT B TIO3BOHOYHBIX ap-
TEPUSIX, SIBJISIONNXCST MICTOKAMU JTAOMPUHTHBIX apTepUil.

Cunapom Bepuu-Pomena [1](onucan mseiiriapckum Bpadom W. Bartschi-Rochain)
UMeeT MHOTO OBIINX YePT C TPEAbIAYIINM CHHIPOMOM. ETO TPaKTYIOT Kak HepOBereTaTHBHBII CHM-
MITOMOKOMILJIEKC Y JIUIT] C TOPa’KeHNEM BEPXHUX IIEIHBIX TTO3BOHKOB. [IposiBIsieTcst mpucTynaMu ofi-
HOCTOPOHHEN TOJIOBHOI G0JIHN, TapecTe3usiMU B 00JIaCTH JIUIA U IIEH, IITYMOM B YIIIaX, IPEXO/AIINMU
CKOTOMaMH, TYTOTIO/IBUKHOCTBIO B Illee U OOJIE3HEHHOCTHIO MIPU MAJIBIAIMK MEHHBIX OCTUCTBIX OT-
POCTKOB.

Cunapom Menbepa [1], wnm6onesnbr Menbepa (onucan ppanirysckum Bpadom P. Méniére).
[TposiByisieTcst KOMIIZIEKCOM CTEPEOTUITHBIX CUCTEMHBIX CUMIITOMOB (TOJIOBOKPY KEHME, CTTIOHTAHHBII
HHUCTarM BeCTHOYJIIPHOTO THIIA, IIYM U TYTOYXOCTh B MPUYMHHOM yX€, TADMOHUYHbIE CIIOHTAHHbIE
3alUTHBIE JIBVJKEHUS — TaJIeHre U TPOMaxWBaHUs B CTOPOHY MEJIEHHOTO KOMIIOHEHTA CTIOHTaH-

4

! Takue getn HepeaKo CTAHOBATCS CYOHEKTOM 0OCTCTOBAHMS IS TIPOBEICHUS M OTIePAITNH KOXJIeapHOH MMTLIaHTa-
TIUT.

2 [IpusHAK MOPAYKEHMS TTHPAMIIHOTO IYTIL: TIPH IITPIXOBOM Pa3/iPaskeHIHN MOIONIBEHHON ITOBEPXHOCTH CTOIBI BO3-
HuKaet pasrubanue [ manbia; B HopMe 00BIYHO CrHOAIOTCS BCE 5 MATIbIIEB.

3 Cwm. psazt myGmKaImii B IOCTIEYIONMX CTaThAX KypHaa «Poccuiickas 0TOPHHOIAPHHTOIOT S

4 R. Barany (1876-1936 rr.) — aBCTpPUIiCKHII OTOPHIOJIAPUHIOJIOT,
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HOTO HUCTarMa, BeretTaTuBHbie CUMITOMBI ). CHHIPOM 00YCJIOBJIEH TTOBBIIIIEHUEM KOJINYECTBA 9H/I0-
JuMGBI B IIEPETIOHYATOM JIAOUPUHTE.

Cungapowm Jlepmyaiie [1] (omucan dpanirysckum oTopunosapunarosorom M. Lermoyez)
npejicTaBsieT cob0ii 0fHy 13 (POPM CHHIPOMA Ba30AMCTOHUYECKUX MTPOSIBJICHIIT B YIITHOM JIaOUPHH-
te. [TprcTyn HAYMHAETCST ¢ MyYUTEJIBHOTO IIIyMa B OHOM yxe (peske B 000MX yIiax) U HOHUKEHUST
cJyxa Ha o/HO yxo0. Ha BbicoTe mpucTyna — CuIbHOE TOJIOBOKPY KEHME U CIIOHTAHHBII HUCTArM, CHU-
JKEeHUE M MCUYEe3HOBEHMeE IITyMa B yXe U BO3BPAllleHUE CJIyXa, TIOCJe YeTO MMPOXOIUT TOJIOBOKPYKEHUE
Y CTIOHTAHHBIN HUCTArM. JTa TOCJIeI0BaTETbHOCTD PA3BUTHUSI CUMIITOMOB TIpU cuHpoMe Jlepmyaiie
MOJIy4rJIa Ha3BaHUe «TOJIOBOKPY KEeHUe, Bo3Bpaliawliee cayxy. [Ipuctym MokeT AIMThCsl HECKOITh-
KO JIHel 1 HUKor/Ia 6oJiee He TIOBTOPSIETCSI.

Cunnapom Mapunecky—Illerpena [1] (onucan B 1931 rogy pyMbIHCKUM HEBPOIIATO-
gorom G. Marinescu u mBezickum HeBponiaTosioroM G. Sjogren) posiBJsieTcs aTakcuel, KaTapakToH,
KapJIMKOBOCTBIO M YMCTBEHHOI OTCTAJIOCTBIO. DTOT CUHAPOM OTHOCUTCS K KJIACCy PEeKUX HacJel-
CTBEHHBIX 60JIe3HEl 1 06YCJIOBIEH Ay TOCOMHO-PEIIeCCHBHOIN MyTalueii reHoB. [IposiBiisieTcst B paH-
HEM JIETCKOM BO3pacTe PEe3KOI 3a/IePKKOii (DU3UIECKOTO U YMCTBEHHOTO Pa3BUTHSI, KAPJIUKOBOCTHIO,
Pa3IMYHBIMI AHOMAJTSIMU TIO3BOHOYHUKA, CJIA00OCTHIO MBI KOHEYHOCTEH, aHKMJI030M KOJIEHHBIX
cycraBoB. HacTo oTMevaroTcs IBYCTOPOHHUI AMUKAHT U BPOKIEHHAsST KaTapaKTa, CXOAIeecs Koco-
ryia3ue, aHUPUINS, HUCTAarMOUJIBI M ATaKCHSI.

ATakcus Mo3XedkoBas BposxgeHHas bartena [6] (omucana B 1905 rony)
MPOSIBJIIETCS HA TIEPBOM TOLY KU3HU 33/I€PKKON Pa3BUTHS CTATHYECKON YCTOMYMBOCTU JABUKEHUT.
Hepenko ToJIBKO Yepe3 HECKOJIBKO JieT y pebeHKa BbIpabaThIBAIOTCSI HABBIKU JIEP/KAHUST TOJIOBBI,
CUJICHUSI, CTOSTHUSI U X0bObI. OTMEUaroTCsl TaKsKe AUCMETPHs, 3aMelJIeHHas, PacTsSHyTast 110 TJiac-
HBIM, HEPEJIKO CKaHMPOBAHHAS PEUb, HUCTArM, KOCOTJIa3¥e, HapyIIeHUs OKYJIOMOTOPHOI (DYyHKITUH.
OTIMYUTETHHBIM MPU3HAKOM JIaHHOTO BH/IA aTaKCUU SIBJISETCS] 00paTHOE Pa3BUTHE HAPYIIEHHBIX
JIBUTATEJbHBIX (DYHKITH.

ATaxcusg ocTpad MO3XKedKoBasd MHTEePMUTTHUPYION asd|[6](onucana B
1968 romy Hill u Shermann). 3a6osieBanne HaunHaeTcst B Bo3pacte 1—3 jieT 1 XapaKTepu3yeTcsl BHE-
3alHBIMU TIPUCTYTIAMU MO3KEUKOBOU aTakcuu, mpojosrkatonieiicst ot 10 1o 30 qHelr, cXOAHBIME 110
HEKOTOPBIM CBOMIM TIPU3HAKAM C MPOSIBJIEHUSIMU CUH/IPOMaMHU TIO3BOHOYHOI apTepuu 1 XapTHara.
[TpucTyIIbl YacTO MPOBONUPYIOTCS HHTEPKYPPEHTHBIMU WHMEKIIMSIMI, IICUXOTEHHBIM CTPeccoM, 60-
JIEBBIMU CH/IDOMAMM U T. TI.

ATakcus monuueBpuruvyeckas [6], naubonesnp Pedeyma (ommcana B 1946 romay
HOPBEKCKNM HeBporarosioroM S. Refsum) Hacsieyercst ayTocCOMHO-PEIECCUBHO U SIBJISIETCST SIPKUM
IPUMEPOM CHHIPOMA ¢ MHOKECTBOM MpHU3HaKoB. [TaTroMopdosornueckn 06ycaoBaeHo GruOpO3HbIM
yTOJIIIIEHUEM 1 WHOUIBTPaIueil MSITKOH MO3TOBOI 060JI0OYKH, JKHPOBOM jiereHeparieil mepudepu-
YeCKUX HEPBOB U JleTeHepaleil KJIeTOK IMepeIHIX POroB CITMHHOTO MO3Ta, a TaK)Ke BOJIOKOH, COe/-
HSIIOIIUX MOCT C ITPOIOJITOBATHIM MO3TOM U MO3K€YKOM. 3a00jieBaHne TIPOSIBIISIETCST HApaCTAOIIE
aTakcue, MOJMHEBPUTAMHU, Tape3aMu JAUCTAIBHBIX YacTell KoHeYHoCcTel. 3a00/IeBaHe CBSI3BIBAIOT
C HapyIIeHUeM JIMIIHOTO 0OMeHa, YTO 00YCJIOBIUBAET ¥ PSI/| TJIA3HBIX CUMIITOMOB: T€MePaJIOTHs,
KOHIIEHTPUYECKOE CYyKEHUE TI0JIel 3PEHUST U CHUKEHUE er0 OCTPOTHI BCJIEJCTBUE OTJIOKEHUS JIUTTH-
JIOB B c€TYATKe, YaCTUYHAst aTPOMUst AMCKa 3PUTETBHOTO HEPBA, 3a/[HsIsI CyOKaICyJ IsipHasi KaTapaKTa.
Habuioatorest Takske BTOPUYHASI CEHCOHEBPAJIbHASI TYTOYXOCTh, NMPU3HAKN BECTHOYJISIPHOM JI¥iC-
(DYHKIIUH, THITO- ¥ aHOCMUSI, @ TAKIKE PSIL HEBPOJIOTMYECKUX CHMITTOMOB, 00YCJIOBJIEHHBIX HAJTMYEM
SIBJIEHUI TIOJIMHEBPUTA.

bonesnp Jlexepuna—Corra [6] (onucana B 1893 rogy dpanitysckumMu HEBPOIIATOJIO-
ramu J. Dejerin u J. Sottas) o6yciioBiieHa ayTOCOMHO-JOMUHAHTHBIM TUIIOM HACJIeI0BAHMS 1 00bIY-
HO HAYMHAETCs B JIETCKOM Bo3pacTe. [IposiBisieTcst yTOJIIEHeM HEPBHBIX CTBOJIOB, GOJIE3HEHHBIX
Ha OIIYTTh, ITPOTPECCUPYIOIIEH aTpoduelt MBI KOHEYHOCTEN, IKBUHOBAPYCHOM iechopMaliueil cTo
(KOHCKasI CTOIIa, MOBEPHYTas BHYTPb ), KN(POCK0I1030M. K HEBPOTIOrMUECKMM CUMIITOMaM OTHOCST-
CsI pacCTPOMCTBA YYBCTBUTEJIbHOCTH, BBITIJIEHNE CYXOKUIBHBIX pedIeKcoB, KOOPANHATOPHBIE pac-
CTPOWCTBA, MOJIOKHUTEIbHBII cuMinToM Pombepra, arakcust, HUCTArM, Mapajnud 9KCTPAOKYJISPHBIX
MBIIIIT, AHU30KOPHsI, Ha KOJKE€ MHOKECTBEHHbBIE HEBYCHI, a 1T0J] KOsKel — HeipohuOpoMbl. Y GOJBHBIX
HaOJTI0/IaeTCs BBIPAKEHHBIN aHAPOTPOTIM3M.
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Atpodusga IMlaprko—Mapu [6] (onmucana B 1888 rogy dpaHily3ckMMU HEBPOIIATOJIOTA-
mu J. M. Charcot u P. Marie) Haciemyercst Mo ayToOCOMHO-JOMUHAHTHOMY THITY ¥ ITPOSIBJISIETCS He-
BpaJIbHOI aTpodueil MEeJIKUX MBIIII] CTOIIBI ¥ TOJIeHH ¢ 0OpasoBaHueM pes equinum. B mopaskeHHoii
00/1acTH UCYE3aAI0T CYXOKUIIbHbBIE PeDIIEKCHI, 03K MTPUCOEAMHSIETCST aTPOMUST MBIIII] BEPXHUX KO-
Heurocreil. [Tpu pacripoctpaneHy aTpoGuu Ha MBIIIIBI KHCTH OHA TIPHOOPETAeT BU «00€3bsTHbEMN
JIATIbI» WJIN «HOTTEBUIHON KHCTH». Hepenko B 1mMo3aHell cTajiuu BO3HUKAIOT HUCTAarMOU/IBI IJ1a3 U
nepBIYHas aTPOhUs 3PUTENBHOTO Hepsa. !

C OGostee TOAPOOHBIMU CBEJICHUSIMM O HACJIEJACTBEHHBIX OOJIE3HSIX, COMPOBOKIAIONIIXCS
MO3KE€YKOBOI CUMIITOMATHKOM, MOJKHO O3HAKOMHTBCS B PyKOBozIcTBe «HaciencTBeHHbie O0JIe3HI>

[6].
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