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BOJIE3Hb I'VAM
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TIpuseden kaunuueckull aHaiu3 OUAeHOCMUKYU Cnopaouiecko2o ciyyas bonesnu Iyam (komniexc 60K0BOU amMuompo-
@uueckuil ckepo3z — naprunconusm — oemenyus). Obcyxcoenvl ucmopuieckue, SHUOEMUONOUYECKUe ACNeKMbl, 0CO-
OeHHOCMU KIUHUYECKUX Nposieienutll, namomopgonozus u ouppepenyuanvras ouacHocmura. Onucanvl cogpemen-
Hble npedcmasienus 0 namozexese oonesnu Iyam u 603MoHCHbIE MEMOObl Mepantil.

KnwoueBbie cnoBa: bonesnv [yam, namozenes, OUASHOCMUKA, JledeHue

The article reports the clinical analysis of sporadic cases of Guam disease (amyotrophic lateral sclerosis — parkinsonism
— dementia). The historical and epidemiological aspects, clinical, pathomorphological and differential features are
discussed. The modern conception concerning Guam disease pathogenesis and its possible treatment are described.
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Bonesns ['yam, kommutekc ['yam (6okoBoi aMuOTpO-
(duvecKuil ckiepo3 — MapKUHCOHU3M — JEMEHIUS) —
penkas 3HIEeMHUYEcKasl aToJOTUsl, B OCHOBE KOTOPOM
JIeXKUT MPOTpecCUpylolias reHepain30BaHHas JereHe-
pauusi HEUPOHOB LIEHTPAIBHOU HEPBHOU cHUCTEMBI [1,
4, 7, 13]. Buepssie onucana D. Koerner B 1952 . y
KOPEHHBIX XUTened yamoppo Ha ocTpose ['yam B Ma-
pHAHCKOM apXHIienare, pacrojio)KeHHOM B BOCTOYHOM
gacTn TuxookeaHckoro OacceliHa. ABTOp BIIepBEIe 00-
partui BHUMaHHE Ha HEOOBIYHOE COYETaHHUE HEBPOJIO-
THYECKUX CUHIPOMOB, 4acToTa KoTophix B 50—-100 pa3
MpeBbIlIaia pacpoCTPaHEHHOCTh OOKOBOTO aMHUOTPO-
¢uueckoro cxieposa (BAC) B mpyrux cTpaHax mupa,
KOTOPBI HEpeako HOcHUJl ceMelHbli xapaxtep [10].
[To3nHee 3Ta MaToONOIUs OMMCAHA B 3TOM K€ PETHOHE
Ha nonyoctpoBe Kun B fAnoHuu u B 3amagHO yacTu
Hogoit I'sunen [9, 11]. 3a0oneBanne yarmie BCTpeda-
eTCs y MyX4uH (cooTHomieHue M/k 1,7:1) B mmpo-
KOM BO3pacTHOM auanaszone oT 30 no 70 neT u BblLIe
[12]. MakcumaipHas 9acToTa MPUXOAUTCS HA BO3PACT
55—-64 rona. bone3ns yaie nMeeT OBICTPHIN U (haTalhb-
HbII Xapakrep. IIuk ero BCTpe4aeMOCTH MpHUILEICS Ha
1950-1960-¢ romsl. Tak, B pailoHe YMaTak pacrpo-
CTpaHEeHHOCTh OOJIE3HW B 3TO BpeMs cocTamisuia 274
ciayuas Ha 100 000 nacenenus [13]. B konue XX Beka
3a00JI€BaEMOCTh Ha OCTPOBE 3HAYUTEIHLHO YMEHBIIN-
Jach U B HACTOSIIEE BPEMs COCTaBIJIAET 5 CiIydacB Ha
100 000 nacenenus [16]. Ciopaauueckue ciaydau 00-
JIC3HU ONMCaHbl B JIPYr'MX CTpaHax MHUpa, I1e s ee
o0o3Hayenus npumeHsoT Tepmud BAC ¢ pponToTeMm-
nopaneHO# nemennueit [2, 3, 6, 8]. [latorenes 6omes-
Hu ['yam cBsizan ¢ GopMUpOBaHHEM MHOTOYHCICHHBIX
HeHpoPpUOPMWILIAPHBIX BKIIOYCHHH, MpeoOiaiaromux
B KOpe, 0a3albHBIX TaHIVIHIX, TUIIIIOKAMIIe, MHHAJIe-
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BHUJTHOM TeJie, CIIMHHOM MO3T€, KOTOpbIe MPUBOIAT K
JlereHepalun COOTBETCTBYIOIUX HEHPOHOB. [Ipuunny
KOH(OPMAITMOHHBIX HAPYIIEHNH B HEHPOHAX OOBICHS-
10T U3MEHEHUSIMH B T€HE, KOJUPYIOIIEM CHHTE3 MUKPO-
TyOymsipHOTO Tay-TipoTenHa [§, 12].

PenkocTh TMarHOCTUKHM CHIOpaJndecKoro ciydas 60-
ne3nu ['yam cpemu eBporeickol MOmysinuy ooyaria
NPUBECTH COOCTBEHHOE HAOIOICHHE, COMPOBOANB €ro
0030pOoM JTUTEpaTyphI 110 TaHHOW TIpodiIemMe.

boarno# K., 77 nmer, moCTOSHHBIN )uTeab Pe-
cnyonukn benmapych, naBanmn Il rpynmsl, HepaboTaro-
IMH (B MIPOILIOM JTUPEKTOP KPYITHOTO aKaIeMHUYeCKOro
WHCTUTYTa), TIOCTYNHAJ C Xalod0aMyi Ha CKOBAaHHOCTH
B HOTax, 3aTPyAHSIONIYIO TEPEABIKCHHE, MOXydaHne
MBI PYK, OCOOCHHO KHCTEH, HEMPOW3BOJIBHBIE MBI-
HICYHBbIC TOJCPTUBAHKUS Ha pyKaxX, M3MEHEHHE PEUH.
bonen 8 mec, xorga 0e3 BUAMMOW MPUYHHBI 3aMETHI
CKOBAaHHOCTb HOT, KOTOpasi MOCTETNIEHHO YBEJINYHBAJIACh.
W3-3a 3TOTO CTa)m MOIBK30BATHCS TPOCTHIO MPH XOIHOE.
B 9T0 e BpeMs 3aMeTHI TOXYJaHHE MBI KHCTeH 1
MOJICPTHBAHNS B MBIIIIAX IJIEYEBOTO Tosica. PojcTBeH-
HUKH 0OpaTHiIM BHUMaHUE HA 3aMETHOE CHIDKCHHE I1a-
MsTH. V3 paHee nmepeHeceHHbBIX 3a00IeBaHII OTMEYaeT
UIIEMUYECKY0 00JIC3HB Cep/Ilia, IepeHec nH(APKT MHUO-
Kap/ia 2 rojia Hasal, MocJie Yero Mpu3HaH WHBAIUIOM
II rpynnel, ¥ onepanyro o NOBOAY aJACHOMBI IPOCTATHI.
CeMeliHbIN aHaMHE3 HE OTATOIIEH.

OOBEKTUBHO MPHU MOCTYIUICHUH: OOIIEEe COCTOSHUE
yIOBIeTBOpHUTEIbHOE. OTKIOHEHWA B COMAaTHYECKOM
cTaryce He BbIsBIeHO. HeBposoruuecku: B CO3HaHUH,
OpHEHTHPOBAaH B MECTE M BPEMEHHW, CHHIKEHBI MaMsTh
Ha TEKyIIHE COOBITHSI, KPDUTHKA K CBOEMY COCTOSIHHIO
u (OH HAcTpOeHHWs. YMepeHHas TuroMumus. JIBroke-
HUS TJIA3HBIX I0JIOK B MOJIHOM oObeMe. CriiaxkeHa mpa-
Bas HOCOTYOHasl CKiIajka. SI3bIK MO cpeaHel JIMHUU 0e3
runotpodun. BeipaxkeHbl pedekcsl opanbHOrO aBTO-
Marm3ma (MapuHecko—PanoBuun, x000TKOBBIN). [710-
TOYHBIN pediekc BbICOKHM, jerkas mu3aptpus. Cyxo-
JKWUITBHBIE U TIEPHOCTANBHEBIE Pe(IEKCH BBHICOKHUE, 30HBI
pacmpensl D=S, monomBeHHbIe 1 OpIONIHBIE OcTade-
HBI. YeTKHX MMaTOJIOrMYECKUX CTOIHBIX PE(IIEKCOB HET.
Cuia B KOHEYHOCTSIX HE3HAYUTENbHO TU(PPY3HO CHUKE-



KNMHUYECKWE NCCNENOBAHMA N HABNIOAEHMA

Ha — 70 4,5 0ata, MBIIIIEYHBINH TOHYC B HOTaX TOBBIIIICH
0 3KCTpaMpaMUIHOMY TUITY. TeMIl IBMKEHHI HOraMU
3aMe/ieH. BbIpakeHHass cUMMeETpHYHas TUnotrpodus
MEKKOCTHBIX MBIIII KHCTH, TeHAapa, TMIIOTeHepa Ha K-
cTsX pyk. Yacteie (aciukyisiuy, npeodiiagariiue B
NPOKCHMAJIBHBIX OTAEIaX PYK U BEPXHEM IIEYEBOM IO~
sce. UyBcTBHTENbHOCTS HEe HapymieHa. Koopmunartop-
HbIEe TIPOOBI BBITIOJHACT YAOBICTBOPUTEIBbHO. [loxomnka
YKOPOYCHHBIM IIIarOM, OTCYTCTBYIOT (PU3UOIOTHYECKHE
CHUHKHMHE31H, 3aTpyAHEHBI OBOPOTHL. “CorOeHHas” mo3a
TYJIOBHIIA, BBIpaKEHa MOCTypaibHas HEyCTOWYHBOCT,
npoOa TaBenapna nonoxurenbHas. DyHKINU Ta30BbIX
OpraHoB KOHTposmpyeT. OpTocTaTndecKol TUITIOTEH3UU
HE BBISIBJICHO.

Pesynbrarel n1aboparopHBIX W HHCTPYMEHTAIBHBIX
HCCIIENOBAHUM: OOIIEKIMHUYECKUH, OMOXHMHYECKUN
aHalM3 KPOBM M MOUYM O3 MaTOJOTHH, KPOME JIETKON
runepxonecrepunemun. OKI': Henonnas Onokana Te-
penHe BeTBU JIeBOH HOXKKH Iyuka ['mca, pyOroBbie 13-
MEHEHUS B MHOKap/Ee JIEBOTO JKEJIyA0UKa, BEPXYILICUHON
U TiepeiHeO0KOBON CTeHKH. KoHCynmpramusi OKyJmcTa:
octpota 3penus 0,1 Ha 00a 1a3a, He KOPPUTUPYET, HO-
MYTHEHHE XPYCTAIHUKOB, pedieKC ¢ TIA3HOTO JHA TY-
CKJIBIH, A€TAJIM TIa3HOTO AHA HE BUIHBI M3-32 HE3PEIOH
KaTapakxThl.

MaruutHo-pe3onaHncHas Tomorpadus (MPT) romos-
HOTO MO3Tra: MaToJIOTMYECKUX 00pa3oBaHUM B MOJOCTH
yeperna He BBISBICHO, 0a3aibHbIe IIMCTEPHBI, KETYI0U-
KA MO3Ta, KOpTUKaJIbHBIE 00po3abl auddy3Ho pacuim-
PEHBI, CPEAMHHBIC CTPYKTYpHl HE CMelleHbl. B Oenom
BeriecTse nomiymapuit B T2W-pexume onpenemnstoTcs
MEJIKHE TUIIEPUHTECHCUBHBIC OYarH.

Wronpuarast anekrpoMuorpadusi ¢ JACIbTOBUIHON
MBIIILBI ¥ MBILIIIBI, Pa3rHOaromeil najbIbl KUCTH: B HO-
KO€ PETHCTPHPYETCs CIOHTaHHAs aKTHBHOCTH B BHJIE
MOTEHIMANOB (aciukymsanuidi n pudpumsnuii. Cpen-
HSSl JUIMTENILHOCTh TOTCHIIMAJIOB JIBUTATEIBHBIX €IU-
HUI| yBenu4deHa Ha 25-35%, aMIiuTyaa BbIIIE HOPMBI
Ha 75-80%, oT™meueH ux monudas3Hblii xapakrep. Heli-
POIICHXOJIOTHYECKOE TecTupoBaHue: Kparkas 1mkana
OILICHKH TIcHXosiorndyeckoro craryca (Mini Mental State
Examination) — 24 6amra. Tect “Oarapest moOHO AwcC-
¢yskun” — 10 6amios. Tecr “pucoBaHust 4acoB” — ca-
MOCTOSITENIbHOE PHCOBAHUE YacoOB 3aTPyAHEHO, COXpa-
HEHa CIOCOOHOCThH K PACIIONIOKEHHUIO CTPEJIOK Ha yiKe
HapHUCOBaHHOM nudepoare.

[Monyuan meraboarueckyo (TJIMaTUINH, SMOKCHITHH,
MUpaneTaM) 1 CHMOTOMAaTHYECKYIO Tepanuio (MUIAHTaH
300 mr/cyt, magomnap 425 mr/cyt) 0e3 CyLIECTBEHHOIO
a¢dekra. B panmpHeimeM cocTtosHEE OOJBHOTO IPO-
JIOJDKAJIO YXYyAIIAThCs: HapacTaly cliabocTh U aTpoduu
MBI KOHEYHOCTEH, CTajal HEBO3MOXKHBIMHU X0Ab0a U
caMoOOCTy)KUBaHUEe, TPHUCOSANHUIIOCH 3aTpyIHEHHUE
npixanus. Croycrst 18 mMec oT MmosiBICHUS! MEPBBIX CUM-
nTOMOB 00IBHON ymep noma. [laTonoroanaromudeckoe
UCCIIeJOBaHUE HE MTPOBOANIOCE.

O06cy:xneHue

B mpencrasienHoMm HaOmoneHuH 3a0oneBaHHE Ha-
gajg0ch 03 BUIUMON TPUYHUHEBI B 76-IETHEM BO3pacTe
¥ HOCHJIO MTPOTPECCUPYIOIINI XapakTep 0e3 peMUCCHI.

PazHooOpa3re HeBPOIOTHYECKUX CUMIITOMOB YKa3bIBa-
JI0 Ha MHOTOOYaroBbIi XapaKTep BOBIEUEHMSI TOIOBHOTO
Y CIIMHHOT'O MO3Ta. fI1po HEBPOJIOTMYECKUX HAPYLIECHUI
coctaBunu 3 cunapoma: BAC, mapkMHCOHU3M U IEMEH-
sl

CuHApPOM MapKUHCOHU3MA Y OOJIBHOTO MPOSIBIISIICS
MOBBIIIEHWEM MBIIIEYHOTO TOHYCa W THUIOKMHE3UEH,
npeobianaronieil B HOrax, BBIPaKCHHOH IOCTYpalib-
HOW HEYyCTOMYNBOCTHIO (HECTIOCOOHOCTHIO YACPKUBATH
paBHOBecHE) U “MarHUTHON (MTAPKMHCOHUYECKOMN) TT0-
xoaKoi. Ero BaykHON 0COOCHHOCTBIO OBUTH MPEUMYIIIe-
CTBEHHOE MOpPaXXCHHE HIDKHEW 4YacTH Teja MU IIoxas
YYBCTBUTEJIBHOCTD K IIPUEMY MPENapaToB JEBOIOIBI U
amanTaguHa. Cunapom BAC xapakTtepuszoBaiica coue-
TaHHBIM MTOPAKEHUEM BEPXHETO U HUYKHETO JIBUTATEIb-
HOTO HEHpOHA, MPOSIBIISIICS CHMMETPUYHBIM KOMOMHHU-
POBaHHBIM Iapanape3oM pyK B BHJIE aTPOPHUIA MBI
KHCTEH, BBICOKHUMHU CyXOKWJIBHO-NEPHOCTAIBHBIMU
peduekcamu, (GaCUUKYJIANUSIMHA B MBIIIIAX BEpXHE-
ro IJIEYEBOTr0O Mosica W IMOATBEPXKACH pe3ylbTaTaMu
Uronp4aTto anexrpomuorpaduu. KOrHUTHBHBIE Ha-
pylLIeHHs HE OBIIM BBIPRXKEHHBIMU OTYACTH M3-3a HC-
XOJIHO BBICOKOTO YPOBHS MHTEIJIEKTA, TaK KaK MarueHT
MMeJT JIBa BBICIIMX 00pa3oBaHMA M paHee paboTan aAu-
PEKTOPOM UHCTUTYTA. TeM HE MEHee pe3yJibTaThl He-
POTICUXOJIOTHYECKOTO TECTUPOBAHNUS YKa3bIBAJIM Ha Ha-
JIUYHMe YMEPEHHBIX KOTHUTUBHBIX HapyIIeHUI T0OHOTO
(TTOIKOPKOBOTO) THMA. MEHBIIYIO KIMHUYECKYIO 3Ha-
YUMOCTh UMEJH TICEBA00YTR0apHBIN CHHIPOM (JIeTKas
IU3apTPHsl, TIOJIOKUTENbHbIE aKCHAIbHBIC PEeQIICKCHI,
BBICOKHH TIIOTOYHBINA peduiekc) U MUpaMuIHaAs HETo-
cTaToyHOCTh (THUmneppeduiekcus, ocaableHne KOKHBIX
pediiekcoB).

AHan3 NpeACTaBICHHOTO KIMHUYECKOTO HaOoe-
HUS, KOTOPOE XapaKTepHU30BajIoCh YHUKAILHBIM COUYETa-
HUeM y OonbHOro cunapoMoB BAC, mapkuHCOHU3MA U
JIEMEHIINH, Pa3BUBIINXCS OJIHOBPEMEHHO, a TaKXke Obl-
CTPO MPOTPECCHPYIOLINI XapaKTep TEUEHHs Ipolecca
TTO3BOJIFIIN TIPEATIONOKUTE CIIOPATUICCKUNA CITydai 60-
ne3nu ['yam. C apyroi CTOpOHBI, TEOPETHUECKHU Y 00JIb-
HOTO B OJTHO BpEMS MOIJIO Pa3BUTHCS HECKOJIBKO KOHKY-
PHUPYIOLIMX HEBPOJIOTHUECKUX 3a00IeBaHUN, POPMUpYs
CXOXKYIO KITMHAYECKYIO KapTuHy. B aTo#t cBsizu nudde-
PEHLMAIBHYIO IUarHOCTUKY Oone3nu ['yam mpoBoanmm
¢ BAC (kak oTIe/IbHO# HO30JI0THYECKOM (hopMOit) U co-
yeTaHueM kiaccuueckoro bAC ¢ qpyrum nposiBieHueM
MapKUHCOHM3Ma Ui 0oJe3nbio [Tuka.

BAC nposiBrisieTcst ©301MPOBAHHBIM BOBJICUCHUEM B
MIPOIIECC BEPXHETO M HIXKHEro MoToHeWpoHa. OgHako
M3BECTHO, YTO TPHU BBICOKOH (“‘TiepedpanbHoii’”) hopme
BAC B 50% city4qaeB y GOIBHBIX OJJHOBPEMEHHO HAOIIO-
JAIOTCsl MapKUHCOHOMOAOOHBIH CHHIPOM U JAEMEHIIMS
[2], KoTOpBIE, OMHAKO, HE CTOJIb BRIPAXKCHBI, KaK B MPE/I-
cTaBJleHHOM HaOmroaeHuu. COomacHO JaHHBIM JIUTEpa-
TypHl, KIMHUYECKHE mpossieHus cuHapoma BAC kax
cocrassonield yactu Oone3nu ['yam (Tak Ha3bIBaeMBbIN
THUXOOKEaHCKHI THIT) MaJi0 OTJIMYAIOTCA OT KJIacCH4e-
ckoro BAC [9, 11]. Pazuuia Mexxay HUMH 3aKITI0YACTCs
B 0OoJiee 3JI0KaueCTBEHHOM TEYSHHH MPOIEcca U 4acTOM
ceMeiiHOM Xxapakrepe 3aboneBanust npu Oosesnu ['yam
(4, 12].
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Cpenu Bcex BHUJIOB BTOPHYHOTO NMapKUHCOHU3MA K
MPEACTABICHHOMY HAOJIOCHUIO 110 KIMHMYECKOH Kap-
TUHE ObUTH Haubojiee OJMU3KH COCYIUCTBIN MapKUHCO-
HU3M (B paMKax IUCHUPKYJSTOPHOH 3HIEdanonaTun
III cramum) 1 HOpMOTEH3MBHAs THApouedanus, TaKkKe
MPOSBIISIIOINNECS  aKMHETUKO-PUTHIHBIM  CHHIPOMOM
B HWXKHEW 4yacTu Tesia. Mbl HE MOKEM OTpHULIATh Yy Ha-
nrero  OOJBHOTO NPHU3HAKOB COCYAMCTOIO aTepocCKIe-
POTHYECKOTO TMOPaXEHUSI TOJOBHOTO MO3Ta C yYeTOM
MOXMJIOrO BO3pacTa, WH(papKTa MHOKapAa B aHAMHE3e
Y TIOBBIIIEHUS YPOBHSI X0OJIeCTepHHA. XPOHHUYECKYIO CO-
CYIUCTYIO MO3TOBYIO HEJOCTATOYHOCTB MOATBEPKIAIOT
u pesyasratel MPT roioBroro mosra. OnHako aJisi co-
CYIHCTOIO MTApKUHCOHM3MA 00Jiee XapaKTepHbl MEJICH-
HO€ M CTyIeH4YaToe TeYeHHe Mpoliecca, OOBIYHO BCIE
3a JIEKOMIICHCAMEN LepeOpOBaCKyISIPHOI MaTOJIOTHH,
HaJIM4YUe MIIEMHUYECKHX OYaroB B CTPAaTETHUYECKH BaK-
HBIX JUIsS TApKUHCOHM3MA 30HaX Mo3ra (0a3aabHble raH-
[JIUH, JJOOHBIE JOJH, CTBOJI), BRIPAXKECHHBIN JICHKOapeo3
[2], KOTOpBIE OTCYTCTBOBAJIH y OonbHOTO. KiTnHMUeckue
MIPOSIBJIICHNST HOPMOTEH3UBHOW THIpoledainy, Kpome
MapKUHCOHU3MA U JIEMEHLHUH, OOBIYHO BKIIOYAIOT Ta-
30BbI€ HapyIIEHUS IEHTPATBLHOTO THUIA M MOATBEPXK/Ia-
1otcst pesynsraramu MPT, BeIBASIONIEH BBIpaKEHHYIO
BHYTPEHHIOIO THIpOIedaliuio, 4To TaKke He ObLI0 00-
Hapy>XeHO y OOIBHOTO.

Cpenu rpymmbl 3a00jeBaHMiA, 0003HAYAEMBIX B JIU-
Teparype Kak ‘“TapKHHCOHM3M-IUTIOC”, Hanbolee moxo-
KU Ha 6osie3Hb ['yaM nporpeccupyromuii HaIbsAepHBIT
napanud (ITHIT), mynsrucucremuas arpodus u 601e3Hb
[Muka. Ot 3ab0seBaHUS TaKKe XapaKTEPU3YIOTCS 3KC-
TpanupaMHUIHBIM CHHAPOMOM U aeMeHnueil. OgHako
Js ITHIT BenyiuMm u 4acTo nepBbIM HEBPOJIOTHYECKUM
CHUHJIPOMOM SIBJISIFOTCSI IT1a30ABUTaTeNIbHbIE HAPYIICHMS
(mambonee xapakTepeH mape3 B3opa BBEPX) C MOCIEIY-
IOLIMM MIPUCOCANHEHUEM PUTHIHOCTH, Tpeodiaaatoei
B aKkCHaJIbHOM Myckynarype [18], uTo oTcyTcTBOBajIO B
HameM HaOmoneHud. OTIMYUTENbHOW OCOOEHHOCTBIO
MYJIBTUCUCTEMHOM aTpo(uu sIBISETCS HATUYUE CHHIPO-
Ma MPOrPECCUPYIOLIEH BEreTaTUBHON HETOCTATOYHOCTH
[2], uTO TaKke HEe OoTMeueHO y OosbHOTO. [ljis Goses-
Hu [luka xapakrepHa AucCOLMALUS MEXIY IIyOOKHMMU
MOBEJIEHYECKUMH PACCTPONCTBAMH, C 00€THEHHOW pe-
YeBOW M JABUTaTeIbHOW aKTHBHOCTBHIO M OTHOCHUTEIBHO
COXpaHHBIMHU TaMATHIO, BHUMaHHUEM, OPHUEHTHPOBKOIA,
cuetoMm [2, 3]. [Ipu3Haku mapKUHCOHU3MA TTPU OOJIE3HU
ITuka He BbIpaxkeHsl, a npu MPT rosoBHOro Mo3sra Bbl-
SIBJISIFOT JIOKAJIBHYIO aTpoQHIo JTOOHBIX U BUCOYHBIX J10-
JIEH, Yero Takke He ObLJIO B HAIlIEM HAOJIIOIECHUH.

Taxkum 00pa3om, pe3ynbTraTsl KIMHUYECKOTO U Iapa-
KIIMHAYECKOTO MCCIIEIOBaHNH, IpoBeieHne TuddepeH-
LUAIBbHON JUAarHOCTUKH TO3BOJMIN HAM OCTaHOBUTHCS
Ha KIIMHHYECKOM JINAarHO3€ CIIOPaIHUecKoro cirydas 00-
ne3nu ['yam (mpu OTCyTCTBUHM €ro MOP(HOJIOrHYECKOTo
TTOJTBEPKACHNSA).

bones3ns I'yam sBnsieTcd KJIacCMYECKMM BapHaH-
TOM JHJIEMHYECKOTO 3a00JIeBaHUA. DTO TOT PEIKHH
cily4ail, Koraa HoBoe 3a0ojeBaHHE OBUIO Ha3BaHO
He 1o (GaMHIIMK aBTOpa, BIEPBBIC €ro ONMKCABIIETO.
Ortuonorus 00JIe3HN HEU3BECTHA, OJTHAKO MEXAHU3MBbI
Pa3BUTHS CBsI3aHbI ¢ reorpaduuecKUMH, YKOJIOTHYC-
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CKHMH | 3THHYECKUMH (pakropamu [7]. OctpoB ['yam
BYJIKAHHYECKOTO U KOPAJUIOBOTO MPOUCXOKACHHUSI, SIB-
JIIETCS CaMBIM OOJIBIITUM OCTPOBOM MapuaHCKOTO ap-
XHIesara, paclojoXXKeHHbIM B BOCTOYHOM wactu Tu-
xoro okeaHa. OTKpBIT MarenjgaHoM, BbICAIUBIINMCS
Ha OCTpoBe B palioHe Ymatak B 1521 r. 'eHoTun xo-
PEHHOTO HaceJeHHs 4aMoppo chopMHupoBaiICs mMyTem
OpaKoB MECTHBIX KCHILUH C UICTIAHCKUMU, (PUIUTITTNH-
CKMMH, MEKCUKAaHCKUMH COJIJIaTaMU OKKYITaIlMOHHBIX
rapHU30HOB U MUpaTaMH, IEPUOINICCKH HalladaBIIN-
My Ha ocTpoB. C xonma XIX Beka Ha OCTpOBE cCIlO-
KUJIach cTaOWIbHAS MOMYJISLUsS, KOTOpas OTANYanach
OTCYTCTBHMEM MHTPALIMK HACEJIEHUS M YaCTBIMU KPOB-
HOPOJICTBEHHBIMH Opakamu. C MOMEHTa IIepBOro OMu-
CaHMs Y MECTHOTO HaceJeHNs CeMEHHBIX cllydaeB Iu-
arHoctuku bAC [10], a B mocienyoomneM — coueTaHus
BAC-T1apKMHCOHU3M—JIEMEHIIUS CTaJ0 SICHO, 4TO 00-
Hapy»XeHO HOBOE HeoOblyHOEe 3a0oneBanue. g ero
u3yueHus B 1956 1. Ha oCTpoBE OBLI OTKPHIT HCCIIE-
JOBAaTEIbCKUM LIEHTP, KOTOPBIM SABISIICS MOJApa3zelie-
HUeM HanmoHanbHOTO MHCTHTYTa HEBPOJIOTHYECKUX
pacctpoiict u uacynpsta (CLIA). Lentp 3aunsics uc-
cJe0BaHUEM KIWHUYECKHUX, JMUIEMHOIOTHYECKUX
U TCeHETHMUYECKUX acleKToB 3Toro 3abonesanus. Co-
TPYAHUKH IIEHTpPa COBMECTHO C MECTHBIMU BpadaMmHu,
MEAMIMHCKUMHU CECTPaMHU W UYWHOBHUKAMHU IyTEM
nocemnienust kaxaoi nepesuu (house-to-house) co-
CTaBWJIM PETUCTP BCceX ciiydaeB 3aboneBanus ¢ 1940
mo 1999 r. CornacHo pe3yiapTaTaM JaHHOTO HCCIEI0-
BaHus, ¢ 1940 mo 1999 r. na octpose ['yam BbIsiBIIE-
HO 929 cmyuaeB 3aboneBanusi [16]. Beigenensl nBa
tdenoruma: BAC u BAC—napkuHCOHU3M—IEMEHIIHS.
3aboneBaHue dalle BCTPEUANIOCh y MYKUUH Cpeau
KOPEHHOTO HacCeJEeHHs] 4aMOoppo, pexe — y IpeacTa-
BUTEJICH JPYTrUX 3THUYECKUX Tpynn ((UIHIITHHIIEG,
eBponernsl u np.) [12]. MakcumaibHas 9acToTa ciy-
yaeB 3a00eBaHns (4acTO CeMEHHBIX) Ha OCTPOBE OT-
MeueHa B nepuon ¢ 1950 mo 1960 r. — 64 cnyyas Ha
100 000 Hacenenust. Bo3pact 3aboseBiux koyedancs
ot 30 no 70 nmet u crtapuie. MakcumanbHasi 4acTora
npuxoaunsiach Ha Bo3pacT 55—64 roga [16]. Haunnas c
1980 1. vacTora O0one3HN yMeHbIIMIACch 0 18 ciryda-
e Ha 100 000 nacenenus, a k 1999 r. — o 5 cmydaes
Ha 100 000 nacenenus. Ilpu 3ToM cpeanuit Bo3pact
3aboneBmux yBenmawmics ¢ 42,1 mo 52,2 roma [15].
[Ipr4mHBI TAKOTO PE3KOTO MUAEMHUIECKOTO OABEMA
3a00J1eBaeMOCTH Ha OCTpoBe ['yaMm ocrajmch OKOHYa-
TEJILHO HESICHBIMM, TaK KaK IIPOBEACHHBIC TEHETHYECKHE
UCCIIeIOBaHMsI y OOJIBHBIX HE BBIIBHIM HapyIICHUH
KJIACCUYECKUX MEHJEICBCKUX 3aKOHOB HACIICAOBaHMUS
[16]. Beumo ciemaHo TPEANONOKEHUE, YTO BOSMOXKHON
MIPUYMHON Pa3BUTHs 3a00JIeBaHMs SIBISETCS BO3ICH-
CTBHE Ha MECTHOE HaceJieHHe 3HJIOTeHHBIX U JK30TEH-
HBIX (akTopoB. K umcny sHporeHHbIX (akTopoB wHc-
CJIEZIOBATENIN OTHECIIM N30JINPOBAHHOCTh OCTPOBA M KaK
CJIC/ICTBUE YaCTbIe KPOBHOPOJCTBEHHBIE OpakH, Coco0-
CTBYIOIIMIE TEHHBIM MYTallUsAM, a TaKXke Mpeobiaianue
CpeAr HaceNCHHs OCTPOBa JIUIL cTapiie 55 neT. DK30reH-
HbIE (AKTOPBI, 10 UX MHEHHIO, BKJIFOYAIH 0COOCHHOCTH
MUTaHUSI MECTHBIX JKUTEJIEH, KOTOpoe OBLIO 01HOO0pa3-
HBIM, C BBICOKHM YPOBHEM JKHpa, HU3KUM COJIEpsKaHUEM
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MTUTATEIbHBIX BEIECTB U MUHEPAJIOB (KaJIbIUs, MAarHU)
B IINTHEBOH BOJIE M MoUBE. B moceayomem n3MeHeHne
COIIMOAKOHOMHUYECKUX, ITHOTPAPUUECKUX U IKOJIOTHU-
YEeCKHUX YCJOBHI HaceneHusl ocTpoBa ['yaMm mpuseno K
CHIDKCHHIO YaCTOTHI ATOM marosioruu [16].

B kauectBe criopannueckux ciaydaeB 6osesnn BAC
¢ ppOHTOTEMITOpAIBHOM JIEMEHIIMEH OIMCaH BO MHOTHUX
cTpaHax mupa [2, 3, 6, 8].

K HacTosimieMy BpeMeHHM HM3y4eH IaroreHe3 Ooses-
HU ['yam, KOTOpBIN OKazaycsi CXOXKUM C APYTMMHU HEH-
poJllereHepaTUBHBIMH  3a00J€BaHUSIMU, TaKUMH Kak
Oornes3Hp AdnblreiiMepa, Oone3ns [lapkwHCOHAa W Ip.
CumuTaercs, 4TO B OCHOBE MEXaHU3MOB Pa3BUTHS 3TOTO
3a00neBaHMsl JIeXKaT BPOXKACHHBIE M NPUOOpETEHHBIC
(hakTOpBl XPOMOCOMHBIX MYTallMi, KOTOPBIE peatn3y-
IOTCS TIOZI BIMSIHUEM 5K30T€HHBIX M 9HIOTEHHBIX TOK-
cuHoB [17]. HecMoTpst Ha TIPOBEACHHBIN KpyImHOMAC-
MTa0HBIA aHAIW3 TEHOMAa y MAIMEHTOB C OOJIE3HBIO
I'yam, moka BBISIBIEHO TOJBKO HECKOJBKO IOAO3PH-
TEJNBHBIX YYacTKOB Ha Xpomocome 14q u Xxpomocome
20, XOTsI OTAENBHBIN JIOKYC MaTOJIOTHYECKOTO reHa He
oOHapyxeH [13]. B npyrom reHeTHYecKOM HCCIeNo-
BaHUM WICHTU(QUIIMPOBAHBI J[BA T€TEPO3UTOTHBIX TeHA
noHHBIX kaHatoB TRPM2 u TRPM7 (transient receptor
potential melastatin), U3MeHEHUS KOTOPBIX, IO MHECHHUIO
aBTOPOB, MOTYT IPHUBOAUTH K PAa3BUTHIO 3a00JIeBaHUS
[9]. B kauecTBe BO3MOXKHOTO Mapkepa OOJE3HH W3-
y4eHa B3aUMOCB:3b ¢ TeHoTunoM TAU, kogupyrommum
CHUHTE3 MHUKpOTYyOynsipHoro Tay-npotenna [8, 17]. Ilo
mHueHnuto P. Porkaj u coasr. [15], TAU mMoxeT ObITh MO-
TU(UIIPOBAHHBIM T€HOM, MOBBIIIAIOIINM PUCK Pa3BU-
TS 3a00JIeBaHUs B IPUCYTCTBUH APYTOTO IOKA CIIe HEe
UICHTU(OUITUPOBAHHOTO T'eHa.

[TonpoGHO M3y4yeHbI BO3ACHCTBUS psia TOKCUHOB B
IIPUPOIHON 3KocucTemMe Ha ocTpoBa I'yam. Ilo naHHBIM
P. A. Cox u coasr. [5], S. J. Murch u coasr. [14], on-
HUM U3 TMPHUPOJHBIX HEOEIKOBBIX BEIIECTB, 00Nagaro-
MMX HEHPOTOKCHYECKUM JIeiicTBUEM, SIBIIsETCS Oera-
MeTHiIaMuH-L-ananuH. DTO BEIIECTBO CHHTE3UPYIOT
MaHoOaKTEpHH, PACIOIOKEHHBIE Ha KOpaJllax, KOTO-
pBIMH TIUTAIOTCST MOpPCKME depemnaxu. Yactoe ymorpe-
OJIeHne MECTHBIMHU JKUTEIISIMU MsICA Yepernax NPUBOAUT
K TIOBBIIIIEHUIO KOHIIEHTPAIIUY BellecTBa B TKaHsX B 10—
240 paz. Takum 00pa3oM, B THIIEBOM IIETTH HA OCTPOBE
I'yam dopmupyercs 3HIOTCHHBIA HEUPOTOKCUYCCKUI
pe3epByap, OKa3bIBAIOIIUKM BIMSHHE Ha METaOOIH3M
0CIIKOB, YTO CTIOCOOCTBYET pa3BUTHIO 3aboneBanus. [1o
MHeHHo S. Murch u coaBr. [14], 3ToT MexaHU3M TTPHUBO-
JUT K Pa3BUTHIO OOJIE3HM JaXKe Yepe3 HECKOJIBKO JIET Y
4aMoppo, MOKUHYBIIUX ['yaMm.

CuuraeTcs, 9T0 XpPOMOCOMHBIE MyTaluHu TpH 00-
ne3nu ['yam 3amyckaroT KackajJ MaTOJIOTMYECKHUX U
OTATOIIAIOUIUX JIPYT Apyra OMOXUMHUYECKUX PEeaKIuil.
K wux unciny ortnocsatcs runepdochopunnposanue
BHYTPHKJIETOUYHBIX O€JKOB (B YaCTHOCTH, HyKJI€apHO-
ro ¢akropa TDP-43), cHmkeHne mpoTeonn3a, akTHBa-
U IpOTeas, JIUMa3 U MePeKUCHOTO OKUCIICHUS JTUTTH-
JIOB, BEICBOOOK/ICHHE OKCHJIa a30Ta W IIUTOKHHOB [8&].
OTH mpouecch NPUBOAAT K MOBPEKICHUIO MEMOPAHbI
KJICTKH, YBEJIMYCHUIO BHYTPUKICTOYHOTO COACPIKAHNUS
Ca?" u Mg*, HapyIIeHHIO MUTOXOHIPUI JIbIXaTeIbHON

nenu. [laTogorudeckuii nmporecc 3aKkaHIMBAETCS arpe-
rauveil BHYTPHUKJIETOYHBIX O€JIKOB C o0Opa3oBaHHEM
anb(a-cunykienHa (teabia Jlepu), yOUKBUHTHHOB U
Tay-IIPOTENHOB, KOTOPBIE BBI3BIBAIOT YCKOPEHHE MPO-
IrpaMMHMPOBAaHHON KJIETOYHOW CMepTH (amomnTo3) U Tu-
0eb HEHPOHOB C MOCIEAYIOUNM (HaroUTO30M MaKpo-
¢daramu [18].

[Taromopdonornueckue M3MEHEHUs NpU  OOJIE3HM
I'vam xapaxTepusyroTcs KOPTHUKaIbHOW aTrpoduein u
MHOTOYHMCIICHHBIMH HEHPOQUOPMIUISPHBIME  BKITIOUE-
HUSMU, TIPe0o0IaJaloNMMHI B HEHpOHaX KOpbI, 06a3alb-
HBIX TaHDIMEB, THUIIOKaMIIe U CIIMHHOM Mo3re [7, 12].
B Heilponax BcTpewaroTcs Teiabla byHMHON, MHOTOUHC-
JICHHBIC YOMKBUHTHUHCOIEPKAIIHIE KITyOOUKH U KOMITAKT-
HbIE BKJIIOYEHHUSI B MOTOHElHpoHax. B nurommaszme kie-
Tok bena BBIABISIIOT cKoruieHUs (HOCHOPHIMPOBAHHBIX
HelipodrraMeHToB M (h)parMeHTHPOBAHHBIN ammapar
Tonpmxu. B aMMOHOBOM pore oOHapy>KHBalOT TEIbLA
Xwupano u tenpiia CumxoBuda (TpaHyJsIpHas AeTeHEpa-
1yt HelpoHoB) [1].

Knunnueckue nposineHus: 6one3nu ['yam ckianbi-
BalOTCA U3 coyeTanusi cumntToMoB BAC, mapkuHcoHU3-
Ma M J€MEHIUHU, BBIPAXKEHHBIX B PA3IM4YHOMN cTere-
HHU, pa3BuBaroluxcsi ogHoBpeMeHHO. Cunnpom BAC
OOBIYHO TIPOSBISETCSA MPU3HAKAMU CMEIIAHHOTO T10-
paXXeHHsI BEpXHETO U HI)KHETO MOTOHEHpPOHA, CBSI3aH-
HBIMH C TIOpaX€HHUEM KOPTUKOOYIH0apHOTO M KOPTHU-
KOCIHUHaNbHOTO IyTeil. HeBponornueckne HapymeHus
XapaKTepU3yIOTCS Pa3BUTHEM MO3UTHUBHBIX (CIacTHy-
HOCTb, KIIOHYCBHI, Truneppediaexcus, mnaToJorndeckue
CTOITHBIC pe(IIEKCh) U HETaTUBHBIX (c1ab0CTh, yTpara
JIOBKOCTH, yTOMJISIEMOCTD MBIIII]) CAMIITOMOB B KOHEU-
HOCTSX, Yallle acCuMMeTpudHoro Xxapakrepa [1]. Hepen-
KO TipucoequHsiercs Oyiap0apHbIil CHHAPOM B BUJE AMC-
¢doHuu, nucharuu, TM3apTPUNA, CHUKEHUS TTIOTOYHOTO
pedriexca, arpoduil u GaCUUKYIAIANA MBI S3bIKA,
WMCTOHYEHHUS KPYTOBOI MBIIIIBI PTa, ABIXaTEIbHBIX Ha-
pywenuit [4]. CHHAPOM NMapKUHCOHU3MA TPOSIBISIETCS
CUMMETPUYHOHN (pee acUMMETPUYHOI) OpajukuHe-
3MeH, MOBBILICHUEM MBIILIEYHOTO TOHYCA 110 THUITY «3y0-
4aToro KoJjeca», TPEeMOPOM IOKOS M TOCTYypaJbHOM
HEYCTONYMBOCTBIO, HAPYIIEHUSIMU TOXOJIKH, KOTOpPBIE
HEYYBCTBUTEIIBHBI K TIpenapaTam JieBogonsl [ 15]. Omnu-
CaHbl CIIy4au pa3BUTHSI aKHHETUYECKOTO MyTu3Ma [12].
JleMeH1us MpOsIBIIsIeTCS] YyCTOWYUBBIM CHUKEHHEM KOT-
HUTHBHBIX (DYHKIMHA, COMPOBOXKAAETCS M3MECHEHUSMHU
B DMOIMOHAJIBHOHN cepe niu noBeAeHu: Ha (HoHe sic-
Horo co3HaHus [3]. B HekOTOpBIX cllyyasix B KJIUHUYE-
CKYIO KapTHHY J00aBIseTCsS peTHHAJIbHAS MUTMEHTHAs
snutenuonatus [12]. OTnanyuTenbHble 0COOEHHOCTH
KIIMHAYECKUX TPOSIBICHUM Ooje3nu ['yam — dacTbIit
ceMmeitHbIi xapakrep 3aboneBanus (B 26,1-40% cuy-
YyaeB) U MPOTpPECcCUpyIolee TeUeHUE C JIETAIBHBIM HC-
xoqoMm [17].

JluarHocTuka CHOpaJMyecKux ciydaeB OOJIe3HH
I'yam ocHOBaHa Ha BBISBJIEHUU YHUKAJIBHOI'O COYETa-
HUS TpeX HeBpoJorndeckux cuHApomoB (BAC, mapkun-
COHM3M M JAeMeHLus). Pe3ynbrarsl nmapakJInHUYECKHX
METOJIOB OO0CIE0OBaHUS TaKWX IAIlMEHTOB HECIEeln-
¢wuunsbl. Tak, npu nposenennun MPT romoBHOTO MO3ra
00HAPYKUBAIOT POTPECCUPYIONTYIO aTpoduio, Ipeod-
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JIAJIAtoIyI0 B JIOOHBIX M BHUCOUYHBIX A0JsX. OnaHODO-
TOHHAs IMHCCHOHHAsI KOMITBIOTEpHAsE TOMOTpadust BbI-
SBJIIET B ATHX JK€ 30HaX 3aMeJIeHHe Iepe0palbHOTo
KpoBoToka [11].

Merozpl neuenus O6one3nu ['yam He pa3paboTaHBI.
[TombITKM Tepanmuu KOPTUKOCTEPOUAAMH, TuiazMadepe-
30M, BHYTPUBEHHBIMH UMMYHOITIOOYJTHHAMH, [IUTOCTA-
THKaMH HE yYBeHUaJuch ycnexoM [4]. B kauecTtBe cpen-
CTBa KOPPEKIMM KOTHUTHUBHBIX HAPYIICHUH Ha3zHAYalOT
TaHakaH B 703e 240 mr/cyT B Teuenue 6—7 mec [3]. s
YMEHbBIIEHUS BBIPAKEHHOCTH CHHJIpOMa MapKUHCOHU3-
Ma OTpaB/iaH mpueM J0(paMUHOBBIX arOHUCTOB (TIPOHO-
pan, mupanekc). [lepcnexTuBsl Tepamuu 601e3uu ['yam
CBSI3aHBI C BBISBICHHEM TaTOJOTHYECKOTO TeHa ¥ yCIle-
XaMU T€HHON MHKEHEPHUH.

Takum 00pa3oM, B €BPOIEHCKON MOMYIISAIUU CIIOpa-
Tueckre ciaydan Oone3Hu ['yaM BcTpedaroTcst KpaliHe
penko. MIx nmarHocTtrka 0a3mpyercs Ha KIMHUYECKHX
naHHBIX coueTanus BAC, mapkuHCOHU3MA U IEMEHITUH.
[laToreneTnueckoro jnedeHUs] OOJNE3HH HE CYIIECTBYET,
TEUeHHNE XapaKTepru3yeTcs ObICTPBIM POTPECCHPOBAHU-
eM ¢ (paTabHBIM HCXOJIOM.

JIUTEPATYPA

1. BokoBoit amuoTpodmdecknii ckinepos / [lox pen. U. A. 3aBanu-
muHa. — M.: TOOTAP-Menna, 2009. — C. 140-142.

2. Bonesuu nepsHoit cuctems! / [lox pen. H. H. SIxHo. — M.: Menu-
muna, 2005. - T. 1. — C. 649.-658.

3. Eeopxuna O. B., I'anonos U. K. KnuHn4yeckuil noaxo/ K Jieue-
HUIO HeHposiereHepaTUBHBIX 3a00IeBaHui ¢ feMeHnue // Mex-
IyHapo[. HeBpoil. KypH. — 2007. —Ne 1. — C. 111-117.

4. Creopyosa B. U., Jlumbopckaa C. A., Jlesuyxuu I U. CoBpe-
MEHHBIC NPE/CTABICHUS 00 3THOJOIMH, NATOTeHEe3e U JICYCHUH
Oone3Hn JBUrareabHOro HeBpoHa // JKypH. HEBpON. M ICHXH-
arp. —2005. — Ne 1. — C. 4-12.

5. Cox P. A., Banack S. A., Murch S. J. Biomagnification of
cyanobacterial neurotoxins and neurodegenerative disease
among the Chamorro people of Guam // Proc. Natl Acad. Sci.
USA. —2003. - Vol. 100, N 23. — P. 13380-13383.

6. Dickson D. W. TDP-43 Immunoreactivity in neurodegenerative
disease: disease — versus mechanism-specificity // Acta
Neuropathol. —2008. — Vol. 115, N 1. — P. 147-149.

38

10.

11.

12.

13.

14.

15.

16.

17.

18.

. Forman M. S., Schmidt M. L., Kasturi S. et al. Tau and alfa-

synuclein pathology in amygdala of parkinsonism-dementia
complex patients of Guam // Am. J. Pathol. — 2002. — Vol. 160, N
5.—-P. 1725-1731.

. Hasegawa M., Arai T, Akiyama H. et al. TDP-43 is deposited

in the Guam parkinsonism-dementia complex brains // Brain. —
2007.—Vol. 130, N 4. — P. 1386—-1394.

. Hermosura M. C., Cui A. M., Go R. C. et al. Altered functional

properties of a TRPM2 variant in Guamanian ALS and PD //
Proc. Natl Acad. Sci. USA. —2008. — Vol. 105, N 46. — P. 18029—
18034.

Koerner D. R. Amyotrophic lateral sclerosis on Guam. A clinical
study and review of the literature / Ann. Intern. Med. — 1952. —
Vol. 37. — P. 1204-1220.

Kokubo Y., Kuzuhara S. Neuroradiological study of patients
with amyotrophic lateral sclerosis and parkinsonism-dementia
complex on the Kii peninsula of Japan // Arch. Neurol. — 2003. —
Vol. 60. — P. 1257-1261.

Morris H. R., Al-Sarraj S., Schwab C. et al. A clinical and
pathological study of motor neurone disease on Guam // Brain. —
2001. — Vol. 124, N 4. — P. 2215-2222.

Morris H. R., Steele J. C., Crook R. et al. Genome-wide analysis
of the parkinsonism-dementia complex of Guam // Arch.
Neurol. —2004. — Vol. 61. — P. 1889-1897.

Murch S. J., Cox P. A., Banack S. A. A mechanism for slow
release of biomagnified of cyanobacterial neurotoxins and
neurodegenerative disease in Guam // Proc. Natl Acad. Sci.
USA. —2004.—Vol. 101, N 33. — P. 12228-12231.

TAU as a susceptibility gene for amyotropic lateral sclerosis
and parkinsonism-dementia complex of Guam // Arch. Neurol. —
2001.—Vol. 58. — P. 1871-1878.

Plato C. C., Garruto R. M., Galasko D. et al. Amyotrophic
lateral sclerosis and parkinsonism-dementia complex of Guam:
changing incidence rates during the past 60 years / Am. J.
Epidemiol. — 2003. — Vol. 157, N 2. — P. 149-157.

Sundar P. D., Yu C.-E., Sieh W. et al. Two sites in the MAPT
region confer genetic risk for Guam ALS/PDC and dementia //
Hum. Mol. Genet. —2007. — Vol. 16, N 3. — P. 295-306.

Yang W., Woltjer R. L., Sokal I. et al. Quantitative proteomics
identifies surfactant-resistant alfa-synuclein in cerebral cortex
of parkinsonism-demetia complex of Guam but not Alzheimer’s
disease or progressive supranuclear palsy // Am. J. Pathol. —
2007.—Vol. 171, N 3. — P. 993-998.



