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HOBBIE CBEAEHUS

0 matoreHese 0oare3Hu IlapkuHcoHa
U APYIUX HEMPOAEreHepaTuBHbBIX
3a00AeBaHUM: IEPECMOTP
ANArHOCTNYECKUX KpUTEepuesn

ITo maTepuaraM XVIII MeXAYHapOAHOTO KOHIrpecca 1o 0o0Ae3Hu
ITapkuHCOHA 1 ABUTraTEeABHBIM PaCCTPONCTBAM

(IlIBenus, CTokroasM, 8-12 urons 2014 r.)

T.H. CnoboaguH ', KO.U. lNonos4eHko ', N.H. KapabaHb 2, C.I'l. MockoBko °,
A.E. CaHouykmii 4, E.A. TpygbaHos °, I".A. CraposovitoBa 6, J1.B. Anyrow 7, .B. borgaHosa 8, N.B. Xy6etoBa °,
J1.B ®egopuiumH 4, O.M. Cemepsik 4, A.H. Hepkes °, B.W. MNarukosckuii '', B.A. lonnk 2

Croxrosbme (IIBerust) B nepuos ¢ 8 mo 12 utons

2014 r. mpomen XVIII Mexaynapoausiit KoHT-

pecc mo Gomesuu IlapKUHCOHA W JBUTATETHHBIM
paccTpoiicTBaM, IVIaBHOH TeMOl KOTOPOro TpajullOHHO
SIBAsIETCST OOCYKIEHNE PA3TMYHBIX aACMEKTOB 6GOJIe3HN
[Mapkuncona (BII). B gannom 0630pe 10 MaTepraaM KOH-
rpecca M3JaraeTcsi KJIoveBas TeHIeHIUsl (yHIaMeHTalb-
HOU HAyKM HA IIyTU NPOSCHEHUS MPUPOALI M HaToreHe3a
BII u apyrux ueiipopereneparusubix 3abosesanuii (H3),
a Takske TO3UINS BEAYINX CTENMATICTOB B 9TOH 00J1acTi
B OTHOINEHNN HEOOXOANMOCTH TIEPECMOTPA NArHOCTHIEC-
kux kpurepues B, mcxo/st 13 HOBBIX HAYYHBIX JAHHBIX.

[IneHapHble 3acesanusi, OTKPbIBABIIME KOHTPECC, ObLIN
MOCBSAIIEHBI TepereKTuBaM renHoit Tepanun BII n noBbM
B3IJISIIAM Ha TIATOTEHE3 U reTeporeHHoCTh 6osie3tu. B coux
noxazax J. Trojanowsky (CIITA) «HTo Mbl 3HaeM 0 PoJIu CH-
nyksenHa B passutuu bII?» u V. Lee (CIIIA) «Kak snanus
MATOJIOTHH MOTYT OOBSICHUTD KITUHIYECKUTT (heHOTUTI?> TO]I-
POGHO OIMMCHIBAIOT VCCJIEA0BAHNS TIOCTIEIHIX JIET, TO3BOJIUB-
1I1e co3/1aTh COBPEMEHHOe TipeficTaBiienue o marorenese H/3
u BII, a uMenHo Havatb paboTy Ha/l HOBBIMU JICYeOHBIMU TIO/I-
XO7IaM¥ C FICTIOITb30BAaHNEM MOHOKIOHATBHBIX aHTHTE.

B revyenne MHOTHX JIeT TIPUOHHBIE 3a60JI€BaHNST CUNTA-
JIICh YHUKaIbHOI Tpynmoit HJ[3, mpu KOTOPHIX TPHOHHBII
ITPOTENH ¢ U3MEHEHHOH yKIaikoi (koHbopMalueii) aM1HO-
kucsorT PrP% paccmarpuBasicst B kKauecTBe MHMEKIIMOHHOTO
areHTa, MOPasKaIoIIEro HOPMAJIbHBIN KIETOYHBIN TPUOHHBIN
npotent PrP (PrP¢) nocpencrBom «paccenBanusi» aHoMaJib-
HBIX (HUOpUI. B mocientee BpeMst B psijie MCCIETOBAHMI
NPUBE/IEHBI JIOKA3aTeJbCTBA TOTO, YTO TIPUOHOIOAOGHBII
MEXaHMU3M CaMOPACIPOCTPAHEHHsT MAaTOJOIMUECKOro Geska
IIPUEMJIEM JIJIS IIIPOKOTO CIEKTPa IPOTENHOB (B-aMUION/a,
Tay, o-CUHyKJenHa, cynepokcupaucmyTassr 1, TDP-43,

FaHTUHITHHA), OOYCJIOBINBAIONIMX PA3BUTHE W3BECTHBIX
H/13, rakux kak Gosesub Asbireiivepa (BA), BII, 6okoBoii
aMHOTpo(IIecKnit cKiIepos, (PpOHTOTEMIIOPATBHAS JleTeHe-
parust, Gomesub [entuarToHa). CIIOCOOHOCTD K CaMOPACIIPO-
CTPaHEHWIO KOH(DOPMAIITOHHO N3MEHEHHOTO OL-CHHYKJICNHA
C BOBJIEUCHUEM B TIATOJIOTUYECKUI TIPOIIECC 30POBBIX HETi-
POHOB OblLJIa IOATBEPIK/ICHA B PE3YIbTATE TIEPECATKN CTBOJIO-
BBIX KJIETOK B 00J1aCTh YepHOM cyGeraniuu nanuenTtam ¢ BT,
KOT/[a B TIEPECa’KCHHBIX KJIETKAX TTOCTIE YCTAHOBJICHII CHHATI-
THYECKIX KOHTAKTOB C KJIETKAMU YePHOTT CyOCTAHITIN Perti-
TIMEeHTa CIyCTsT BPEeMsT OOHAPYKUBATNCH O.-CUHYKJIEHHOBbIE
arperarsl B Bujie Teserl JleBu.

IKCIIEPUMEHTBI MOCJIEIHUX JIET 3aCTABUJIN UCCJIeI0BaTe el
3amaThes BorpocoM: «He aBmsioTes s HelipoaerenepaTus-
Hble 3200J1eBaHUS UHPEKIMOHHBIMU?>, YUUTBIBAST PA3BUTHE
HelpoiereHepaTUBHOTO Mpoliecca, anagornanoro bA nm BIT,
TI0CTTe MHOKYJISTINH KOH(MOPMAIIMOHHO U3MEHEHHOTO Tay-TIPO-
TEMHA WK O-CHHYKJIeHHA n3 Marepraia 6oapHbix BA n BIT
B MO3T 3KIIEPIMEHTAIBHBIM MbIIIaM. B aTux ke uccienosa-
HUSIX ObLT IOKA3aH MyTh PACIPOCTPAHEHNUS MATOIOTYECKOrO
areHTa Ha CHHANITIYECKU CBSI3aHHBIE, TaKe BeCbMa OTAAJICH-
Hble, HO M30UPATENHHO YSI3BUMBIE, PETMOHBI MO3Ta TOCPE]T-
CTBOM aKCOHAJIBHOTO TPAHCIIOPTA KaK aHTEPOTPA/IHO, TaK 1 pe-
TporpagHo. IloTeHMaMBHBII MEXaHU3M TIePeIaull OT KJIETKH
K KJIETKE MATOJIOTHYECKHX ITPOTEMHOBBIX «CEMSTH»> B BHIE TOK-
CUYECKUX OJIUTOMEPOB 3aAKJIIOYAETCS B TIEPEXOJie UX B CUHAII-
THYECKYIO IIEJIb B YFCTOM BHJIE JIH B COCTaBE HK30COM, B TIe-
HETpAIMN WX Yepe3 TIa3MaTHIeCKyI0 MeMOpaHy COCemHen
KJICTKHA-PEIIUNNEHTa, C TIOMOIIBIO PEIETITOP-0TOCPE/IOBAH-
HOTO SHJIOINTO3a I HAHOKAHAJIBIIEB, HAMIPSMYIO CBSI3bIBA-
IOIIUX [UTOIJIA3MbI HEPOHOB. [lonaB B KJIETKY-PeIUITHEHT,
OJIITOMEPBI CTAHOBATCSI MATPUIIEll, Ha KOTOPOIi HEYZIEPKUMO
KOIUPYIOTCSL HOBbIE AHOMAJIbHBIC OEIKOBBIC OJIUTOMEPDI,

' HauvoHanbHas MeguumHcKas akafemus nocneamnioMHoro oépasosanus nmenn M.J1. Lynvka M3 YkpauHsl, r. Knes; 2 IHCTUTYT repoHTonorun umenmn [.®.Yebotapesa
HAMH YkpawHbl; ¢ BUHHULKWIA HauvoHanbHbIN MeaULMHCKUIA YHuBepeuTeT nmenn H.W. Muporoea; 4 JlsBoBCcKas o6nacTHas KnMHuyeckas 60nbHULa;
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HEYKJIOHHO TIO/IaBJIAIONIe HOPMAILHBIN IIPOTENH, 1 3Ta pe-
akims cranoButcs 1enHoil. Octaercs Bompoc: «HTto gBA-
€TCs1 TyCKOBBIM MEXaHN3MOM JIJIST CO3/IAHMS YCIOBHI TAaKOTO
HEYTIPaBJIIeMOTO PACTIPOCTPAHEHNUST TTATOJIOTHYECKOTO TIPO-
TEMHA, OIHAK/(BI OCTABILErOCS HE YIAJTEHHBIM U3 MO3ra CH-
creMoii GenkoBoil 3amuTer?»> OXHUM U3 BAPUAHTOB OTBETA
MOKET ObITh MHUIMATbHAS TMOETh MOPAKEHHBIX KJIETOK
MO3Ta, B OTBET Ha KOTOPYIO Pa3BUBAETCS XPOHNUECKAS aKTH-
BaIVst MUKPOTJIH 11 aCTPOIINTOB, CCKPETUPYIINX MTPOBOCIIA-
JIUTEJTBHBIE TIUTOKMHBI U TCHEPUPYIOMINX aKTHBHBIE (POPMBI
KHUCJIOPO/Ia, 3aMycKast OKCUATUBHBII CTPecc, YTo, B CBOIO
oYepe/ib, CO3/IAeT YCIOBUS JIJIsi AaHOMAJIbHOM YKJIAJIKK TIPOTe-
UHOB B COCEIHIX, MHTAKTHBIX PETHOHAX MO3Ta.

[Tpomomxast TeMy KOHTpecca, B JIOKJIa/ie O BO3MOXKHOI Tre-
pemade H/I3 ot wesoBeka K 4es0BeKy GBI CETaH BBHIBOI O
HEJIOCTATOUHOCTH YOEANTETBHBIX JI0Ka3aTeabeTB, OHIM OCHO-
BBIBAJIVICh HA PE3YJIBTATaX PETPOCIIEKTUBHOTO U3YYEHUS Pa3-
Butug BA wiu BII nocne nepecazku TpymHo# runodusap-
HO TKaHU, TIPEJIII0JIarasi, 4T JOHOPbI MOTJIU CTPAIATH ITUMM
Gonesusimu. B cBsasu ¢ teM, uto Tesbiia JIeBd, akKyMyJisAnun
B-amumonia 1 GUOPHIUIAPHBIE KIYOKH 00HAPYKUBAIOTCSI T10-
CMEPTHO B TKaHU THUIO(MN3a, TOTEHIINATbHAS BO3MOKHOCTD
nepeaur MorJia Obl CYIIeCTBOBATh, HO PETPOCIIEKTHBHBIE HC-
CJICJIOBAHUST 9TO TOKA He TOATBepKIaioT. B mportuBoBec BA
u BII, sirporennas 6osesub Kpeiidenbua — SIkoba — He Bbl-
3BIBAIOMINI COMHEHNS (PeHOMEH, HeCMOTPSI Ha YPE3BBIYAiiHO
HUBKYIO €€ BCTPeYaeMoCTh B 1es1oM. Eciiu 1pu 0GbIHOM KOH-
TakTe ¢ GOMBHBIME HempuoHHbIMI H/[3 prck <«3apakeHns»
CBOJIMTCS K HYJIIO, B UCCJIEJIOBATENBCKUX JTab0OPATOPHSIX, T/IE
UCIIOJIb3YETCST BBICOKAST KOHIIEHTAITHS MaTOJIOMYECKUX TIell-
TU/IHBIX AarTPeraToB, PEKOMEHIYeTCs MPeANPUHUMATh BCe
Mepbl OCTOPOKHOCTH [T MUHUMU3UPOBAHUS TTOTEHIINATb-
HOTO PHCKa TIPOHWKHOBEHMS IMATOJOTHYECKOTO MaTrepuaia
B OPraHM3M, BKITIOYAs 1 a3PO30JIBHYIO Tlepeiady.

Boicrymerue V. Lee (CIITA) nposnmBaer cBet Ha herHOMe-
HOJIOTHYECKYIO TeTePOTreHHOCTb B rpesenax oxnoro H/3 u cy-
IIECTBOBAHNE MHOKECTBA MIEPEXOHBIX BAPUAHTOB OT OJ[HOTO
3a00J1eBaHIsL K IPYTOMY, A TAK/KE MPOSIBJICHUH, COYCTAIONIUX
4epThl HECKOJbKMX 3a00/IeBaHUi Y ofiHOro naimenTa. Kak
OZINH MUKPOOPTaHM3M MMeeT MHOKECTBO IITaMMOB, OIIpesIe-
JISIOMUX TKAHEBYIO TPOMHOCTh M arpecCUBHOCTH MH(EKITH-
OHHOTO 3a6oJieBaHsl, OETKOBbIE KOH(MOPMAIMU TAKKe MO-
ryT (OpPMHUPOBATH PA3JIMYHBIE IITAMMBI, YKa3bIBAIOUIME HA
BpeMsI Hayasa MaTOJOTHH, XapaKTepP BOBJIEYEHHS MO3TOBBIX
CTPYKTYP U CTeTleHb TPorpeccrpoBanys. Tak, HanmprMep, pas-
HbIE MITAMMbI O-CHHYKJIEHHOBBIX (DHOPUILIT JEMOHCTPHPYIOT
PA3TUIHBIA KIETOUHBIH TPOTH3M: Tesrbiia JIeBu, oGHapyKu-
BaeMbl€ B CTBOJIE MO3Ta (B YaCTHOCTH, B YEPHOI CyOCTaHIINN),
OTJINYAIOTCSI OT TAKOBBIX B KOpe Mo3ra. Kpome Toro, BbiziesieH-
HBIII B 9KCIEPUMEHTAIBHBIX YCJIOBUSIX O-CUHYKJIECHMHOBbII
mTamMM A 06YCITOBIMBAET PACTPOCTPAHEHNE TOJIBKO TETEI]
JleBn, a mrramm B BoBiekaeT Takke rumepdochoprposa-
HUe Tay-TIPOTEWHA, OTPEZesisisd COUeTaHHOEe PacIpoCTpaHe-
HUe JIByX aHOMAaJIbHBIX OEJKOB U, CJIEOBATENBHO, CIIEIH(y-
YeCKyI0 KJIMHUYECKYIO KAPTHHY, SIBJISIONLYIOCS OTPAKEHUEM
CTPOTO Crenm(UIHOTO BOBJIYeHNs 00IacTeil MO3ra B JiereHe-
paruBHbIi 1porecc. JIIOOOBITHO, 4TO B PE3yJIbTaTe TPAHCMHIC-
CHV OT OJTHOTO HEHPOHA K IPYTOMY 0COOEHHOCTH aHOMATHHOI
YKJIAJIKA OTHOTO ¥ TOTO K€ TTPOTEHHA MOTYT MEHSATHCS B 3a-
BUCHMOCTH OT M3MEHSIIOIUXCST YCJIOBUIT GHOXUMIIECKOTO
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OKpY>KeHUs. Pa3imyHble MTaMMbl O-CHHYKJIEHOBBIX arpera-
TOB OIPEIEJISIIOT ¥ HEBEPOSITHYIO TETEPOreHHOCTh CUHYKJIEU-
HOMATHIA, KOT/Ia, HarrpuMep, /it bIT u rementiin ¢ tesrbiiaMn
Jlesu (JI'TJI) xapakTepHo nHpaneiipoHasbHOe HAKOTITIEHHE Te-
et JIeBu, TIpy MyJIBTHICHICTEMHON aTpOGhUN — WHTArTHATBHOE.
3azmasag Bompoc, sisstiores i BIT u JITJI passmunbivu 3a60-
JIEBAHVSIMU WJIM K€ €IUHBIM TIPOIOJIKAIOIIUMCS TIPOIIECCOM
(KOHTHHYYMOM) TIaTOJIOTUH Tesell JIeBH, ciieyeT yUnThIBaTD,
uTO couetanHast BA B Buzie HeHPOOUOPUIIAPHBIX KIyOKOB Xa-
pakrepna ripeumyitnectsenHo a7 I TJL. ocaennss okasbiBa-
ercst yke GUMONATHHOMN TMATOIOTHEN PACTIPOCTPAHEHHS IBYX
TIPOTIECCOB, YTO OTIPE/ICISICT PAHHEE TPUCOCANHEHNUE ICMEHITIN
K ZIBATATeIbHOMY JIehUInTy 1 GoJjiee 3/I0KaueCTBEHHOE Teve-
Hue 3aboneBanvist. CyiecTBoBaHe KOH(POPMAIIMOHHO Pas/ind-
HbIX [[POTEHMHOBBIX [ITAMMOB SIBJISICTCs1 00IIel 0COOEHHOCTBIO
H/I3 u onpeiesisieT X KJAMHIYECKYIO TeTEPOTEHHOCTb, a C JIPY-
TO#T CTOPOHBI, OOBEMHSET HTH TIATOJIOTHHN C TIPUOHHBIMU.

[IpeacraBienye 0 HEYKJIOHHOM PacpoCTpaHeHNN KOH(DOP-
MAaIMOHHO U3MEHEHHBIX TIPOTEMHOB OMPe/IesIsieT BO3MOKHO-
CTH JIaIbHEHTITNX TIOAXO0B K UMMYHOTEpANuK 9THX 3a00-
JIEBAaHUU TIyTeM OJIOKUPOBAHUsI arperaruu o-CUHYKJIeHHa
B OJIUTOMEPDL € KOJIbLEBUIHON CTPYKTYPOIi, aKTUBALIUU UX
arpernpoBaHUs B CHHATITHYECKUE eI, OJTOKUPOBAHUS UX
MIPOHWKHOBEHUS B COCEIHWI, CHHATITUYECKH CBSI3AHHDIH
HEWPOH, a TaKKe MPeJOTBPAIECHUsT KOMPOBAHUS OJIUTOME-
POB, MOIMABIINX B UHTAKTHYIO KJIETKY. DKCIePUMEHTATbHOE
WCTIOJIb30BaHE€ MOHOKJIOHATBHBIX O.-CHHYKJIENHOBBIX aHTH-
TeJ TOKa3aso cHmkenne (hopmMupoBanus Tesell JleBu B Mo3re
1 YMEHbBIIeHre ruhein HeHPOHOB U CHHATICOB ITyTEM MTPETsiT-
CTBUS 3aXBaTy O.-CHHYKJICMHOBBIX OJIUTOMEPOB 1 TIOCIIEYTO-
el TPAHCMUCCHHU OT KJIETKU K KJIETKeE.

C nosiBjieHeM HOBBIX 3HAHUI 1 CYITIECTBEHHbBIX U3MEHEHUI
B rpezcrasaenusx o BIT nepex OGIEeCTBOM 110 IBUTaTeTbHBIM
paccrpoiictBam (MDS) nosiBisiach Ge3otiaraTeJibHast 3ajiada
OPTaHM30BaTh CIEMAIBHYIO TPYIITY SKCIIEPTOB JIJIS TIEPec-
Motpa kpurtepueB auarHoctuku BII. D. Berg (I'epmarnms)
u T. Gasser (I'epMaHst) OTYUTAIUCH O pabOTe MHUIUATUBHOM
rpynrel MDS 1o iepecmotpy kputepuen anarnoctuku BIL
[ToBomOM /1151 TAKOTO PEIIEHNUsT OCTYKIIO HECKOIBKO MPH-
yrH. Bo-TiepBhIX, ecim MPUHATH 32 «30JI0TOM CTAHIAPTY TI0-
craHoBkH auarrosa BIT obHapyskenue teserr JIeBU B pe3yiib-
TaTe AyTOTICUH, PS/L TeHETHIECKIX (hopM GoslesHN (MyTarm
B rene parkin u Hekoropbie Bapuantsl LRRK2), nmes necom-
HeHHbIe MOpdoIornyecKre u KianHmdeckue kpurepru b1, ne
COMPOBOK/IAIOTCST OTIOKeHUeM Tediell JIeBu, a ¢ pyroit cTo-
POHBI, CJTyJaliHOE MX BBISIBJIEHUE Y JTUI] 0€3 KIMHUYECKHX TTPH-
3uakoB BII cTaBUT Mo/ cOMHEHME caM <«30JI0TOH CTaHAAPT».
Bo-BTOpBIX, yiyulieHne pacrniodHaBanus gemeHnnn mpu BIT
JIeJTaeT COMHUTETBHO HEOOXOAMMOCTD BBIICTIEHUST TAKOH HO-
3ostorndeckoit popmbl, Kak J[TJI 1 3acTaBiisieT paccMaTpuBaTh
ee KaK JIOTMIeCKUl KOHTUHYYM PacpocTpaHeH s Helfposiere-
HeparuBHOTO mpotiecca ipu bI1 muddysno Ha KoproBbIe pern-
onbl. Taknm 06pasoM, CJIeLyeT MepecMOTPETh TAKOH KPUTEPHii
nckitioyenns auarnosa bll, kak nemenid. B-TpeTsux, Heco-
MHEHHAs TTATOTeHeTHYeCKast ¥ KIMHUYECKas TeTePOreHHOCTD
BII tpeGyeT 4eTKOro BbIIeIEHHsT ee TIOATUIIOB, TOIJA KaK Cy-
ecTByone kiaccudukaiuu noatunos bl we sapisiorces
CTPOro 0O0CHOBAHHBIMU. B-4eTBEpTHIX, BbIETEHNE HEMOTOP-
HBIX MTPOSIBJICHUH HA HavyalbHBIX cTagugax BlI, asnsionmxcs
OTpaKEHNEM 3apOKIEHIS HellpoJiereHepaTHBHOTO MPoIecca
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3aJI0JITO JIO MOSIBJICHUSI JIBUTATEJIbHBIX CHMIITOMOB, Tpedyer
pa3pabOTKK HOBBIX IMATHOCTHYECKUX KPUTEPUEB JJIst PaHHEN
craguu Gosesti. JIo CuX mop KIMHUIMCTBI, TeHETUKH, DITH/Ie-
MHOJIOTH 1 CIIEIHATUCTBI (DYHAAMEHTATbHBIX HAYK PAa3BUBAJIH
cBOM cOOCTBEHHBIE KOHIenTyamu3ain BI1, B kaxaoM ciryuae
060CHOBaHHbIE, HO HE MPEA0CTaBJISIONIIE BCIO IPAB/Y O TaTo-
JIOTUM B TIEJIOM. DTH TIPUIHHBI cozianm 1yist MDS Heo6xom-
MOCTh TiepecMoTpa auaraoctudecknx kputepues BII na oc-
HOBaHNK O0BEAMHEHNST STUX KOHIIENTyaINu3aliil. Y YUThIBas
yKazaHHbIE (DAKTBI, TTEPe 9KCIIEPTHOMN MPYIINOii GBI TOCTaB-
JICHBI CJIE/IYIOIINE BOTTPOCHL:
® UTO SIBJISIETCS «30JI0TBIM CTAHAPTOM» JIJISl IOCTAHOBKH
(unanpaoro fnarnosa bII?
e ciemyeT m yTouHATD ToaTumsl BII mpn dopmymiposke
JIarHo3a’?
e JIOJKHBI JIU Pa3MEKEeBBIBATHCS OT/IEBHBIE THArHOCTH-
yeckue Kateropuu (takue kak /I TJI)?
e cieiyeT Ju ycTaHaBiauBath auarHo3 BII ma momorop-
HOIi CTa[um?

Y10 ABnsieTcs «3050TbIM cTaHpapTom»
ANg NocTaHOBKM AuarHo3a bI1?

B Hacrosiiee Bpemst G0JIbIIMHCTBO KJIMHHUIKCTOB B KAUECTBE
«30JIOTOTO CTAH/IAPTa» UCIOJIB3YIOT COYETAHNE KIMHIIECKUX
U TIATOJIOTUYECKUX KPUTEPUEB: YYBCTBUTEIBHBIN K JIEBOJIOTIE
MAPKUHCOHMYECKUI CHHPOM TIPU OTCYTCTBUM TPHU3HAKOB
JIPYruX 3a00J€BaHUIT B COUETAHUY C OL-CHHYKJIEUHOBBIMHU OT-
JIOKEeHUSIMU 1 TIoTepeii TopaMIHOBBIX HEITPOHOB B KOMITAKT-
HOM YacTh YepHoii cyGeTaHImi. J[BUTaTeIbHBIN KIMHUYECKII
CUHJIPOM SIBJISIETCSI BXOJHOM TOYKOM TIOCTAaHOBKU JIUATHO3a,
a TIATOJIOTMYECKIE HAXOKH, SIBJISISICh apOUTPOM, BO3BPAIIAIOT
K KJIMHIYECKUM KPUTEPHIM JIJIsT yTOuHeHus auartosa. [Ipm
ATOM ayTOTICHST TAeT BO3MOKHOCTH CTABUTH JIMIITh PETPOCIIEK-
THUBHBIH IMAarHO3 U He NMeeT 3HAYEHNS TIPY JKI3HU MaIIeHTa.
Ecnm ucxomuth M3 MPaKTUYECKOTO PENIeHHs 3TOTO BOIPOCa,
[IPUHUMAST Ay TOTICHIO, KOTOPAsi TIPAKTHYECKU HUKOT/IA He BbI-
TIOJTHSETCST, 3a «30JI0TOM CTAHAAPT», HEJb3st ObITh YBEPEHHBIM
B arHo3e BII, HecMOTps Ha TUTTMYHBIE KIMHITIECKIE TIPOSTB-
JieHust. A ¢ JIPyroii CTOPOHBI, IOJDKEH JIM UCKJTIOUaThCS Jiia-
rHo3 BII mpu otcyTterBum Tesent JleBu Ha ayToricuu, HO TIpH
HaJIMINK TUITMYHON KIMHIIeckoi Kaptuabl BIT y 60bHbIX
¢ mytarmsivn LRRK2 n parkin?

[Tpensioskenns: sKCMEPTHOM TPYIIIBI MO HTOMY TIOBOIY
TIpeICTaBJIeHbI 1ajiee.

1. llenTpasbHble KIMHUKO-TIATOJIOTYECKUE KPUTEPUH JIBU-
TaTeJIbHOTO CUH/IPOMA B COUETAHUM C JIeTeHepalreil HeHPOHOB
YepHOIi CyOCTaHIINN 1 OTJIOKEHUEM Oi-CUHYKJIENHA OCTAIOTCST
«30JIOTBIM CTAHAPTOM» JIJIsI TocTaHoBKY Anartosa BIL. TIpu
ATOM COXPaHsieTcsi HeOOXOAMMOCTh PaspaboTKK B OyayieMm
Ha/IEKHBIX OMOMAPKEPOB IS OL-CHHYKJIEMHOBBIX OTJIOKEHHH,
YTO MOTJIO GBI TIOATBEP:KAATh KIMHUYECKUI IMATHOS.

2. Tarorenes BIT npu parkin 1 mogoGHbIX MyTaIusX, CKO-
pee Bcero, OTJIMYMM OT TaKOBOTO MpH criopaamieckoii BIT.
[l ydera reHeTHMYeCKUX HAXOMOK IMPU MATHOCTHPOBAHUI
BII nomxHa GBITH CO3MAHA OTAEAbHAS <«KJIMHUKO-TeHeTUde-
CKas» KaTeropus, He3aBUCUMO OT OTCYTCTBUS JIETIO3UTOB CH-
HyKJIeMHa. B mcciieioBate/ibeKux 1esisix aTa CyOKaTeropust
TATINEHTOB MOJKET OBITH BRIIOYEHA B MCTILITAHIIST B 3aBUCHMO-
cTH OT WX Tiesieil. Hampumep, ncciieioBaHus 10 pe3y IbTaTam
AYTOICHUH, 11eJIb KOTOPBIX — BAUM3UPOBATh KINHUYECKUE 1

JIMATHOCTIYECKUE KPUTEPUH, MOTYT UCKIIOYATh OOJIBHBIX 3TON
cyOKaTeropuu, a PaHJOMU3UPOBAHHbBIE UCIIBITAHUSI TI0 CUMIITO-
MaTHIecKOl o(haMIHEePTIYecKol Tepariy MOTYT WX BKJIO-
9aTh, TOTJA KaK NP M3y4eHNT HeHPOITPOTEKTOPHBIX CPECTB
HCCTIEIOBATEN MMEIOT BO3MOKHOCTD BRIOMPATD, BKIIOUATH UX
WJIN HET, B 3aBUCUMOCTU OT IIPUJIO;KEHUST MEXaHU3Ma JIefiCTBIS
13y4aeMOro HelipoIrpOTEKTOPHOTO Mperapara.

3. HoBblii moaxos HEOOXOAMM /ISt 3aMeHbI CYIIECTBYOMENR
riacendukaipm PARK, cnenmdrmdeckoit mucddepentmarnim
MEXIy TPUYIHHBIMI TeHaMi 1 (paKTopaMy prcKa, BBIIeTIe-
HIS JOMUHUDYIOINIETO (heHOTUTIA, a TakKe PACCMOTPEHUS 3a-
HIMTHBIX BAPUAHTOB.

Pa6ouast rpyria MDS nipogoskaer paboTy Hajl pasperiie-
HUEM 9THX BOIIPOCOB.

CnepyeT Ny yTOYHATL noATunbl bl
npu hopMynMpoBKe anarHosa?

Bropoii mpakTideckuii Bopoc, NCXO/SIINT U3 CYIIEeCTBY-
IOINX KpUTepueB MG depeHIaIbHON TUarHOCTUKE MEKLY
JTJI u BII ¢ nementmeii, 0GbIMHO 3aKII0Y9EH BO BPEMEHHbBIE
PAMKI: ecJii JIEMeHTIVsST Pa3BUJIach yepe3 TOJT TIOCTIe TIOsTBIIe-
HIS CUMITTOMOB TITapKUHCOHU3MA, 310 BII, ecim ke 10 roma —
JTJI. C onHoO#t cTOPOHBI, B 060UX CIIyYasix JIEMEHIIMs UMEEeT
O/IHAKOBbIE TIPOSIBJICHUS C TAJLTIONUHAIMSAME, QIyKTya-
MUSIMH, HEHPOJIENITIYECKON TyBCTBUTEIBHOCTHIO, HATMUNEM
noBenieHueckux Hapymienuii B REM-dasy cna (RBD), otme-
YaeTcsl CXOKMI HEMOTOPHBIN MPOGHIIL ¢ HapylIeHHeM 000~
HSHUS, Jlenpeccrell, BereTaTUBHON muchyHKINEH, Hapy-
IEHUSIMK CHA, a TakyKe MOJOGHBIN TeHETHYECKHH TTPOhUIb
U aHAJIOTUYHOE pacipocTpanenue tesell JleBu B cTBoJIe MO3ra
u xope. C pyroil CTOPOHBI, CYIIECTBYIOT U OTJINYHUS MEXKITY
BII ¢ pemenmmeit u /ITJI B Bume pasamyHoro ypoBHS aMu-
JIOUTHBIX OTJIOKEHUH ¥ XOJMHEPTIHYECKOTO JIeDUITITa, COCy-
JIMCTOTO TIOBPEKACHUS U CTENeHN aTPOGHU MO3Ta, a TarkKe
B TIPOsiBJIeHNSX TapkuHconuama: [ TJI oTimrgaercst oT criopa-
muaeckoit BIT otcyTerBreM TpeMopa 1 OTBETOM Ha JIEBOJIOITY.
XoTst Ha TEPMUHATLHBIX CTANSIX OOJIE3HU ATH MAI[MEHTDI CTa-
HOBATCST CXOKMMHE, TedeHne 3a001eBaHnii KpaitHe Pas/myHo.
Harpumep, ecsii y marenTa, crpajgaioniero BA ¢ rpyObiMu
MHECTUYECKUMHI HAPYIICHISIMH, Pa3BUBAIOTCS 3DPHUTEJIBHBIC
TLTIONUHATINY, (DIYKTyalluy KOTHUTHBHOM eATeTbHOCTH
U JIETKVE TAPKUHCOHUYECKIIE YEPThI, EMY B TIOCIIE/ICTBUN YCTa-
nassmsaercst [[TJL JIpyromy ke 60JbHOMY € TUITMYHBIMU HA
MPOTSLKEHNY MHOTHX JIET J[BUTATETbHBIMU TTPOSIBICHUSIMU
BII vt OSIBASTONMMICST CITyCTST MHOTTIE TO/IBI PA3BUTHS 3200~
JICBaHUS 3PUTEIBHBIMU TAJUTIOIITHANAMI W KOTHUTHBHBIM
cHkennem crasat auarto3 BII ¢ gementumeir. Bosnukaer
BOIIPOC: OTJIMYAIOTCS JIM 3TU HaIeHThl? BeccriopHo, Mexky
SIBHO PA3/IMYAIONIMUCST MAPTHMHAIBHBIMU BAPHAHTAMI, <UHC-
TOM» O-CHHYKJIEUMHOBOM MATOJIOTHEN ¢ PAHO PAa3BUBAIOIIEICST
BII Ge3 teHu peMeHIn ¥ Mpeobiaafonieil aibireiiMepoB-
CKOM TTaToJIOTHEH, ¢ MaHU(DECTHOH IeMeHITHel T BOBMOKHBIM
TIO3/THAM TIPUCOEMTHEHNEM TTAaPKUHCOHN3MA HAXOAUTCS KOH-
TUHYYM TI€PEKPBIBAIONINXCS COCTOSTHUM, T7le TAPKUHCOHU3M
COYETAETCS C JIEMEHIMEN PasHOW CTEeNeHW BbIPAKEHHOCTH,
a 0-CUHYKJIEMHOBAs TTATOIOTHS — € AMUJIOUTHOM.

B atoit cBasm MDS pekomenmyet ciaexayiotnee. Bpe-
MEHHBIMM pamMKamH, oTtaesgionumu Bll ¢ gemennueit or
ITJI, cnemyer npenebpedn. IIpu Hammumy Beex KIMHMYE-
ckux kputepres BII 1emecoobpasHO ycTaHABINBATh ITOT
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JIMarHO3, HE3aBUCHMO OT HAJWYUS WU OTCYTCTBUS JIEMEH-
1mu: oHa GOJIbIIE He SBJSAETCS KpuTepueM uekmodenus BIL.
Ecou puarnos JITJI yike yeTraHOBJIEH, OH MOKET OBITh KBaJIH-
dummposan kak BIT (moxrun ITJI). B ciygae, ecm y marm-
€HTa HeT MAPKUHCOHM3MA UJIH OH He OTBevaeT Kputepusiv BIT
(Her oTBeTa Ha TPOTUBOIIAPKMHCOHMYECKYIO TEPATINIO), /Iha-
rao3 JITJI He cemyeT usMeHsTh.

KnuHun4yeckue acnektbl nogTunos bl
Obpairasich K KJIMHUYECKUM acrekTaM moxtunos BII, B
paMKax KOH(epeHIN ObILIO TIPOBEAEHO CPABHEHUE JIBYX Tia-
[IMEHTOB ¢ JaHHOi Tarosorueil. Tak, y 0gHOrO GOJBHOTO
B 40-71eTHEM BO3pacTe 3aboJIeBaHIe HAYATIOCh C YHUJIATe-
PaJIbHOTO TPEMOPA, XOPOIIIETO OTBETA HA TEPATTUIO JIEBOIOTION
¢ (opmupoBanueM (IAYKTyaIluil U TTOSBIEHUS OTIETbHBIX
HEMOTOPHBIX CUMIITOMOB crrycTsi 20 JeT. Y apyroro maru-
eHTa GuarepasbHast OPaJIiKUHESHUsT 1 PUTHIHOCTD BO3HUKIIN
B Bospacte 80 sieT Ge3 passuTHs QUIYKTyaluii B OTBET Ha Jie-
YeHue JIeBOIOTION TIpY IOMIHIPOBAHUY 3alI0POB, HAPYLIEHNIT
MOYEHCITYCKaHUs, CHA, JIETIPECCUN, ieMeHIi. Bo3nukaet Bo-
MPOC: UMEIOT JIF OTH TIAIIHEHTBI O/IHO 1 TO JKe 3abosieBaHme?
C omnoii croponsl, BII oTimMyaercss 3HaYNTETHHON Ba-
pUabebHOCTBIO B CTEMEHH MPOTPECCHPOBAHNS JIBUTATEb-
HBIX TIPOSIBJICHIIH U TPe0bIafiaHiii HEMOTOPHBIX CUMIITOMOB.
C npyroii, 9T0 CTAaBUT MO/l COMHEHUE KOHIIETITYaJIbHOE TI0JI0-
xenne o BIT kak o exnrom 3aboseBanmin. Kak murmviym, BIT
JI0JKHA OBITH MojpaszieieHa Ha ToaTuibl. OHAKO B HACTO-
stiiee BpeMst He CYIIECTBYET eMHOM yOeInTeTbHOH 1 060-
CHOBaHHOH Kiaccudukanun moarunoB bIl, kortopas morsa
OBl OBITh MCIIOJIB30BAHA B UCCIIEOBATENBCKUX MPOTOKOJIAX.
CyrectByionue KiaccuuKamym 0CHOBBIBAIOTCS HA OT/ENb-
HBIX KJTACTepax — BO3PACTHBIX, IBUTATEIbHBIX U HEMOTOPHBIX.
HawuGosee pacrpocTpateHo jiejieHne Ha TOATHIBL ¢ YUeTOM
Bozpacta Hayanta BII n oMuHMpOBaHNS TpeMOpa B KIIMHITYE-
cKoii kapTuHe. /lesleHne Mo BO3pacTy OCHOBAHO HA TOM, YTO
MOJIOJIbIE€ TIAIIMEHTHI UMEIOT JIYUIIIHIA OTBET Ha JIEBOJIOIY, BbI-
paskeHHbIE JIBUTATEIbHbIE OCTOKHEHNUS, 00YCIIOBJIEHHBIE JIEBO-
JIOTION, OTCYTCTBYE W MUHUMYM KOTHUTHBHBIX HAPYIITEHMIA.
AKTIeHTUpOBaHNEe HA TPEMOPE B BBIIIETIEHUT TIOATHIIOB CBSI3aHO
C JIy4IITIM TIPOTHO30M ¥ MUTHUMATBHON BEPOSTHOCTHIO KOTHH-
THBHOTO JIeOUIINTA TIPU IOMUHUPOBAHUH TPEMOPA B KIIITHITIE-
ckux miposierieHusix BI1. HeGesocHoBaTe IbHO BbiziesIeHIE MO]I-
tunos BII B 3aBUCMMOCTH OT HaJIMYKsT HAPYIITEHUH OOOHSTHUS,
KOTOpbIe, KaK M3BECTHO, aCCOIMMPOBAHBI C KOTHUTUBHBIMU
PacCTpOICTBAMM, a TaKKe pas/iesieHre Ha OCHOBAHUN HATTUIHS
RBD, coueraromierocst ¢ BereTaTUBHON MUCHYHKITEH 1 BbI-
COKHM PHCKOM JieMeHIi. be3 coMHeHN, 3a TaKkoil KIMHIYe-
CKOIl BapnuabeIbHOCTBIO CTOSIT TIATOTEHETHYECKUE PasJIndus,
B OJIHOM CJIy4yae acCOIMMPOBAHHbBIE C MUTOXOHIPUATBLHBIMI
HapyHIEHUAMH, B APYTOM — C TTPOBOCHATMTEbHBIM Tpeodiia-
JTaHueM B matorenese u T. 1. COTJIacHO JTAHHBIM MCCJIEIOBAHIIA
J. Trojanowsky u V. Lee, 3a kimHndeckoil BapraberbHOCTHIO
MOTYT CTOSITh PA3JIFYHBIE TTAMMBI GETKOBBIX KOHMDOPMAITHL.
Hecmotpst Ha ipamMaTiyeckiie OTIMYKS B KIIMHUIECKON Ma-
nudecranyy BII, GOIBIIMHCTBO MALMEHTOB BCE K€ UMEIOT
etHbii cyGeTpat 60JIe3HH, YTO CO3/AET YCIIOBUS [JIsT PACCMO-
tpernst BII kak yruraproro 3aboseBanus. K tomy ke cyriec-
TBYIOT KOHTPAPIYMEHTBI JIJIST aKIIeHTHPOBAHMST HA TPEMOP-/I0-
MHWHIPOBAHHOCTH, TTOCKOJIBKY TIPY HAIIIUH TPEMOPA /IATHO3
BBICTABJISIETCS PAHbIIle, & 3HAYUT U TPOTHO3 B OTHONICHWH
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MPOJIOJIKUTETBHOCTH 3a00JI€BaHus — Jiyulie. AKTUBHO 00-
CYKIAJINCh APTYMEHTBI, BbI[BUTAEMble B OTHOIIEHUU IieJie-
€O0OPA3HOCTH «3aTauMBaHsT» Ha Bozpacte Havama BII: mo-
HATHO, 4TO Hayaso o 40 Jer, ¢ HanGoJIbIel BEPOSTHOCTBIO,
CBSI3aHO C TEHETUYECKUMH BapWaHTaMH, KOTOPBIE COCTaB-
JstoT okosto 1% cpenn Beex smit ¢ BII. IIpuHiMast Bo BHU-
MaHue, 4TO YeM CTapiiie BO3PACT, TeM XYK€ IIPOrHO3, BBIIIE
CMEPTHOCTh, PUCK JEMEHI[MH, KOMOPOUAHON TaToJIorny,
B IIPOTHO3€E CJIelyeT OCHOBBIBATHCS He Ha BO3pacTe Hadasa,
a Ha TeKyIeM Bo3pacte GOJIBHOTO.

YuurbiBas Bce apryMeHTBI M KOHTPAPIYMEHTHI, a TAKIKE [THa-
THOCTHYECKUE BO3MOKHOCTH HACTOSIIErO TePUO/Ia, TPYIIa
akcrieproB M DS nipeniaraer cienytoree.

1. Kumunueckue noarunst BIT gosmkHBL ObITH O4epUEHbI
B TOM CJIy4yae, eCii OHU JIEMOHCTPUPYIOT YCTONYUBEIE, Ce-
phe3HbIe PA3JUUNs B TPOTHO3€E, MPEABUIEHUN TIPOSBJICHU
3a00JIeBaHs, a TAaKKe JIedeHn . B HacTosIee BpeMs HesICHO,
OTBEYAeT JIM XOTh OJTHA U3 CYNIECTBYIONIIX KIACCH(PIKAIIIT
noxrunos BII stum tpeboBanusm.

2. Bbizesnenuie TMOATUIIOB HE JOJKHO OTPAHUYMBATHCS
TOJIBKO KJIMHUYECKIMU TTPOSIBJIEHUSIMU, & OCHOBBIBATHCS HA
0COOEHHOCTSIX MOJIEKYJIIPHOTO TlaToreresa. B ¢Bssu ¢ aTuM
JieJienne Ha TIO/ITUITBI OCTAeTCs Ha MOBECTKe JHS /10 BHepe-
HUS B KJIMHUYECKYIO TPAKTUKY BOBMOKHOCTEH OTIPe/Ie eI
[aToreHesa Kask/J0ro U3 Hux.

Korpa HauynHaeTcs BI1?

OO6CY:KIEHIIO TOJIEKATT IPOBOKALIMOHHBII BOIIPOC, MOKHO
JI yTBEPKIATh, uTo y narenta BIl, econt y Hero nmeror me-
cTo HapyiieHus nosezieHus: B RBD, paccrpoiictBo 060HsIHMS,
3aI0pbl, Jienpeccus, CHIDKeHne T0(haMUHEPITIecKOil aKTHB-
Hoctu Ha DatScan, Hasmume ycuieHuss CUTHAJIA OT YepHOMN
cyOCTaHIMKY TPH TPaHCKPAHUAIbHOI coHOrpaduu, HO HeT
MTPU3HAKOB MAPKUHCOHM3MA?

He BbI3bIBaeT COMHEHUS, YTO HEHPOIETeHePaTUBHBII TIPO-
tiecc ipu bII HaumHaercs Ha secaTuIeTHsI paHee, YeM ycTa-
HaBMBaeTcst iuarno3. OMrcaHHbIe BbIIIIe HEMOTOPHBIE ITPOSTB-
JIEHUST B HACTOSITIIEE BPEMSI UCTIONB3YIOTCS JIST YCTAHOBJIEHUST
JOMOTOPHOM ctaauu BIT, HO y Kask1oro Jin 13 3THX GOJIBHBIX
pazoBbeTcst BII B KilacCMYeCKOM TIPOSIBJIEHWU W MOXKHO JIN
ycranaBiuBath aiuarno3 BII va atoit craguu? B kauecTBe KOH-
TPApPryMEHTA BbIJIBUTAETCS CJIEYIONIee: TIPEMOTOPHbBIE CHM-
[ITOMBI HE SIBJISTIOTCS CHEIU(UUeCKUMU; He BCE BapUAHTHI
BII maumnarotcst 3a TipenesiaMu 4epHoii cyOeranin (He Bee
GOJIbHbBIE UMEIOT JIOMOTOPHYIO CTaJIMI0); HECMOTPS Ha OOHa-
pyskenue tesel] JleBn y 15% MOKUIIBIX JIAII, TOJIBKO Y HE3Ha-
YUTEJIBHOIO KOJMUYECTBA U3 HUX HOSIBJISIOTCS cUMITOMBI BIT.
Ycranoiienue [uarios3a Ha IOMOTOPHON CTaini KOPEHHBIM
06pa3oM U3MEHUT [IMATHOCTUYECKUE TIOXO/bI TIPU COXPaHe-
HUK JIeYeOHBIX BOSMOKHOCTE M PafiKaJbHbIM 00PasoM Mo-
BJIMSIET Ha OOIIEHNUE C MaIleHTaMH, OIIeHKY PacipoCTpaHeH-
HOCTH 3200JIEBAHUA U T. /1.

B cBsa3u ¢ atum M DS ovepTuiia cieyroniie MOMEHTBI.

1. B ocHOBe KIMHMYECKON JUArHOCTUKK KJIACCUYECKOI
BII momken ocraBaThes ABUTATEIbHBIN CUMITOMOKOMILIEKC.
Boizenenne panrux craamii BII Tpebyer ycosepiencrsosa-
HUST TUATHOCTUYECKUX KPUTEPHEB HA OCHOBE MAJTHHENIINX
HcCIeIOBaHn.

2. Jlis oyepuyMBaHUS PaHHUX CTaAuil 3a00J€BaHUST OHU
MOTYT OBITh KIACCU(UIUPOBAHBI KAK <«IIPEKIUHUYECCKIE>
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UM <TPOIPOMasibHbIey. [Ipeksmandeckre — mpu HATMIUN
CUHYKJIEHHOTIATHK (€3 KJIMHUYECKUX TIPOSIBIICHUH, MPOPO-
MaJTbHbIe — TIPU HAJTMYIH HEMOTOPHBIX TIPOSIBIEHHIA /IO TTOSTB-
JICHVS KITACCHIECKOTO JIBUTATETBHOTO CHMITTOMOKOMITITEKCA.

3. DB cBsi3u ¢ TeM, 4TO HEJIb3s1 C YBEPEHHOCTBIO YTBEPKAAT,
pasoBbetcst J TosiHag kaptuHa BIT y 6oJbHOTO ¢ BbIsIBIIEH-
HBIMU CUHYKJIEMHOBBIMU OTJIOKEHUSIMU B MO3Te, ITPU OIpe-
JiesieHny posipoMasnbHoil ctaquu BII crexyer xonmenTpu-
poBaTthcsl Ha OlleHKe BepodTHOCTH Bo3HMKHOBeHud BII Ha
TIPOTSKEHIH BCeH JKU3HN MAIMeHTa.

4. Tlpu Bo3moxkHOM nosBieHun BII B TeueHue kusHu
B 80% mpe/iaraeTcst OTHOCUTD €€ K BEPOSITHOI TIPOJIPOMaIib-
noit BII, B 30-80% — x Bo3mo:kHOI mpoapomasbhoil BIT.
[les1eco00pPazHOCTb ITOTO BbIACJACHUST UMEET [EHHOCTD [JIst
BKJIIOUEHKSI 9THX OOJIBHBIX B MCCHIEOBAHUS 10 U3YYEHUIO
HeiipornporekTopHoii Teparuu BIL.

5. Kpurepuu BII #Ha paHHuX (IIPOAPOMAIbHBIX ) CTAIUSIX
JIOJKHBI BKJIIOYATh KIMHUYECKUE HEMOTOPHbIE MAPKEPhI U
Hekymanaeckue Gnomapkepst. Cirelyer mogpasaessith Map-
Kepbl Ha KaTETOPUH 110 CIIETM(UIHOCTU U OTEHUBATH PUCK
BII (ocobeHHo st MaluenToB, HOCUTEIEH TeHeTHYeCKIX
MyTaIuii).

B pamkax KoHrpecca Takske ObIIIO OTMEUEHO, UTO HO-
Bble WCCJENOBAHUS W HabIIOIeHUsT TPEOYIOT MepecMoTpa
kanHmdeckux kpurepues BIl. B wactnocTtn, k xputepuam
UCKJIIOYEeHMs Helesnecoo0pasHo 6osiee OTHOCHTH Bereta-
TUBHBIE HAPYIIEHUS, IEMEHIINIO UJIN HAJTMYUeE POACTBEHHN-
KOB, cTpamafonnx BII. JTo ke KacaeTcs MCKIOUEHNS Ta-
IIUCHTOB, TPUHUMAIONINX HEHPONENTUKN (CIeayeT AeiaTh
MONPABKU C YYETOM MPHeMa TAKUX aTUIIMYHBIX HelipoJern-
TUKOB, KaK KJIO3allUH U KBETHAIINH), & TAKKE MePEHEeCITNX
JleTaprudecKuii sutedantnT.

Kak ponmxHbl BbirnsigeTb B 6yayLiem
aAnarHoCTn4deckKkue KpMTepVIVI?

1. B mepByio ouepelb AOJKHO ObITH YETKOE ONpeseie-
HUe MapKuHCOHMYecKoro cuuzipoMa. [Ipu aTom crienyer o1-
smdath BII oT BTOpmanoro (cMMITOMaTHYeCKOTO) TApPKUH-
COHM3Ma, OOHAPYKIUBAEMOTO Vv 25-50% MOKIIBIX Ul 6e3
KJIMHUYecKH odepuennoii BII win 6e3 cBuaerebeTs OTI0-
JKEHUS O-CHHYKJIEMHA B Mo3re. Bosiee TOro, 0JKHbI ObITh
OouYepueHbl MOPOTOBBIE 3HAUEHUS TIEPEXO/a «ITIPOAPOMATH-
HBIX cTaguii» B BII.

2. JImaruos BII, ycranaBiuBaeMblil 9KCIIepTaMu, B 75-
95% ciyyaeB HaXOAWUT MOATBEP:KIEHUE TIPU BBIOTHEHIH
ayroricuu. He cekpet, 4To (popMasibHble MarHOCTUYECKIE
KPUTEPUU HE MOTYT 3aMEHUTH ONBITHBIX KJIMHUIMICTOB,
ycTaHaBauBaoImx auarios BIT ¢ 60abmoil TOYHOCTHIO,
MOCKOJIBKY OHU UHTEPIIPETUPYIOT KPUTEPUU HCKIIOUEHUST
B KOHTEKCTe OCMOTpa. B ¢BsI3M ¢ TeM, 4TO MHEHTE Bpaya-9KC-
TepTa SBJISIETCS «30JI0THIM CTAaHAAPTOM» B ITPOIIEype ycTa-
HOBJIEHUST INATHO3a, IMATHOCTUYECKIEe KPUTEPHH JTOJKHBI
UMHUTHPOBATH JIOTHKY IUArHOCTHYECKOTO TIpollecca KJIH-
HULUCTA TaK, YTOObI OH MOI BOCIPOU3BOAUTHCS KIUHUIIM-
CTaMU C MEHBIITUM OIIBITOM.

3. Nmurtammsg IuarHOCTUYECKOTO IPOIEcca  OMBITHOTO
IKCIIEPTa BKJIIOYAeT HECKOJBKO TO3WIMi. Kimnutmcer o-
HOBPEMEHHO OTIEHMBAET HAJIMUYME KAK CUMIITOMOB B TTOJIb3Y
BII, Tak u IPOTUB Hee, KK M3 KOTOPHIX NMEET pa3iny-
HYI0 3HAYUMOCTb. BMECTO TOro uToGBI CIIE/I0BATh «PENENTY>

B [IOCTPOEHUH JIMArHO3a, ONBITHBIN Bpad M03BoJIeT cebe ObITh
TMOKUM B 0OPAIIEHIH ¢ KPUTEPUAME UCKTIOYEHHS, 0COOEHHO
€CJIM YYUTBIBAIOTCS 0OCTOSATENBCTBA, U3MEHSIONINE 3HAYM-
MOCTDb KPUTEPHS.

4. Co BpeMeHeM IWarHOCTHYECKas TOYHOCTDH TTOBBITIA-
eTCsi: BHAYAJIE TPY/HO CYJIUTh O CTETIEHU TIPOTPECCHPOBAHUS
Gosie3nu, 06 OTBETe Mal[ieHTa Ha IPenapaThbl, KPOMe TOTO, MO-
IyT He OOHAPYKMBATHCS OINO3HABATEIbHbBIE PU3HAKU IPY-
rux H/13. HekoTopple «aTUNUYHBIE> CUMIITOMBI MOTYT OBITH
He corocTaBUMBI ¢ rarto3oM b1l na panHWX cTagnsax, HO SIB-
JISATHCS TUMYHBIMU JIJIST TO3/THEH CTa/Inu.

5. WanuiHee UTHOPUPOBAHUE JIOKHO-TIO3UTHUBHBIX JIHA-
THO30B MOSKET TIPUBECTH K YITYIEHUIO JIKIT C ICTUHHOMN 60J1e3-
HBIO ¥ ONMOOYHOCTH PE3YJIbTATOB SIMMUAEMUOJOTUIECKHX HIC-
CJIe/TOBaHMH, TOT/Ia Kak ypesMepHoe qrarnocTrpoBanme bIT
BEJIET K JIOJKHO-TTO3UTUBHBIM TUATHO3aM U HAPYIIAeT KJIIO-
YeBYI0 HEOOXOAMMOCTh B PAHIOMU3MPOBAHHBIX KIMHIYEC-
KUX VCCJIE0BAHNSIX, TPEOYIOMNX BBICOKOI crierduaHoc-
TH B YCTaHOBJIEHUHU JIMarHo3a. VIMEHHO 1M09TOMY HEOOXOIUM
A/IEKBATHBII GaTaHC MEK/LY JIOKHO-HEraTMBHBIMU 1 JIOKHO-
TO3UTUBHBIMU JINATHO3AMH.

6. B mactosmee Bpems auarno3 BII ycranaBimmBaercs
B OCHOBHOM KJIMHNYECKH 6e3 TpeGOBaHWIl OTOTHUTEb-
HBIX JIMArHOCTMYECKUX TECTOB, 6€3 KOTOPBIX HEBO3MOKHO
0GONTHCH B Psi/ie CIOPHBIX M HEONPEIENEHHbIX CJAYyYaes.
Passutne Haykum mpuOIMAKAET JOCTYIHOCTh U KJINHU-
YECKOI MPaKTUKM OMOXUMHUYECKUX MapKepoB, HEHPOBU-
3yaJTM3aIMOHHBIX TIOAXOM0B U METOJOB MapKHPOBAHUS
OL-CHHYKJIEMHOBOH JETIO3UIIHT.

B cBsa3u ¢ atum nosurueit MDS B Borpoce co3nanmst HO-
BbIX KDUTEPUEB SIBJISIETCS CJIEYIOTIEE.

1. CunHIpOM MapKUHCOHM3MA JOJIKEH OCTABATHCS KJIIO-
4eBbIM KpuTepreM BII, 0OCHOBBIBAIOIMMCA Ha KOMOUHAIN
KapAMHAJIbHBIX MpostBiernid. Heobxoanmo chopmynanpo-
BaTh YETKOE OTpeIeeHre [T KaXKI0TO TIPOSIBIICHNS 1 aTh
MOZPOGHBIE MHCTPYKIIHN JJIsT 0OCIEI0BAHMSI.

2. Kputepnu 1MarHoCTUKU IOJKHBI BKITIOYATh CUMIITOMBI,
noziTBepskaatoniye auarno3 bIl, a Takike nckimoyaonue ero.

3. Kpurepnu 10KHbI GBITH BECOMBIMH, TO €CTH BBHICOKO-
CTeNUUIHBIME C TIeTBI0 TG hepeHTTNaTbHON THarHOCTHKI
C QJIbTEPHATIBHBIMI COCTOSTHUSIMHU.

4. Kpurtepuu IOJKHBI BKITIOYATH BPEMEHHOI (hakTop ¢
TeM, 4TOOBI JIMATHOCTHYECKAST OPEIENEHHOCTh YCHIINBAIACh
C MPOJIOJIKUTEILHOCTBIO 3a00JIEBaHUS.

5. Kpurepuu g0/KHBI BKIIOYATh HECKOJIBKO [HMATHOCTH-
YeCKNX YPOBHEN MOCTOBEPHOCTH JMATHO32, & IMEHHO KJTH-
nyeckyio BIT 1 Boamosknyio BIT (baaHCHPYIOIyI0 MEKLY
CIIeTM(UIHOCTBIO U YYBCTBUTEIBLHOCTBIO ).

6. Ilpu kIrOUeBON 3HAYMMOCTU KIMHIIECKUX AUATHOCTH-
YECKUX KPUTEPUEB JOJKHBI ObITh BKJIIOUEHBI JOMOJHUTEb-
Hble KPUTEPHH, SBJISIONTIECS TIPOBEPEHHBIMU B KAYECTBE BbI-
cokocrienuuaabx 1711 BI1, KoTopble, 0IHAKO, OCTAIOTCS JIATITH
TOTIOTHUTETBHBIMY, & He TTABHBIMH, B TOCTAHOBKE NArHO3a.

MHorue BOPOCHI B IAHHOI cchepe 0CTAIOTCs Ha ATalle U3y-
YeHUsl, MHOTUE JIOCTATOYHO AUCKyCCHOHHbIE. [IpoBomsiTes
HOBbBIE MCCJEN0BAHUS ¥ OTKPBITUSI B 00JaCTH JIBUTATE/b-
HBIX PACCTPOICTB, UTO, ECTECTBEHHO, YJIyUIlaeT TOHUMaHUe
9TUX CIOKHBIX BOMPocoB. OqHako Hambosee BaKHBIM sIB-
JIgeTCs cJiefloBaHne TMPUHIIATIAM KIMHWYECKOH TTPaKTUKN
IS TIOJTb3BI TTAIMEHTOB.
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