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OTKa3 OT OTrOBOPHOCT:

"MopKpenata Ha EBponelickata KoMucuA 3a M34aBaHeTO Ha TasuM Nyb/avKauua He npeactaBnafsBa opobpeHue Ha
CbAbPKAHNETO, KOETO OTPa3fABa eAMHCTBEHO Bb3rieauTe Ha aBTopuTe, U KOMUCUATA HE HOCKM OTFOBOPHOCT 33 U3MOI3BAHETO
Ha CbAbpKallaTa ce B HeAa MHbopmauma."

Moseye MHPopmaLma 3a EBponeickma cbio3 e 4ocTbrHa B uHTepHeT (http://europa.eu).
NMokcembypr: Cnyxkba 3a nybavMkauum Ha EBponeickus cbtos, 2019 T.
© Eponelicku cbtos, 2019

B'b3I'IpOM3Be)K,EI,aHETO € pa3speLlleHo, npu ycnosne 4e ce NnOCOYN U3TOYHUKDT.
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1. BbBEAEHWUE B EBPOMNEVUCKATA PEGEPEHTHA MPEXA 3A PEAKU

HEBPOJIOTM4YHWN 3ABOJIABAHUA

ERN-RND e eBponeicka pedepeHTHa mperka, cb3gaaeHa n ogqobpeHa ot EBponeickus cbio3. ERN-RND e
34paBHa MHPACTPYKTYpPa, KOATO ce POKycMpa BbPXY PeAKMTE HEBPONOTMYHM 3abonsasaHus (PH3). Tpute
OCHOBHM CTbnb6a Ha ERN-RND ca: i) mpexa OT eKcnepTu M eKCcnepTHWU LLeHTpoBe, ii) reHepupaHe,
obeanHsBaHe M pa3npocTpaHeHMe Ha 3HaHKUA 3a PHP u iii) npunaraHe Ha eNeKkTPOHHO 34paBeonasBaHe,
33 1a MOXKe eKcnepTM3aTta 4a NbTyBa BMECTO NauMeHTUTe U cemelcTBaTa.

ERN-RND obeguHaBa 32 OT BoAelUTE €BPONENCKM EKCNepTHW LeHTpoBe B 13 AbprKaBU-YIEHKU U
BK/IIOYBA WU3KNOUYUTENIHO AaKTUBHU NALMEHTCKU opraHmsauunun. LleHTpoBeTe ca pa3snonoxeHu B benrus,
bvarapusa, N'epmanus, Ucnanua, Utanusa, Jintea, HuagepnaHama, NMonwa, ChnoseHuns, YHrapua, PpaHuyma,
YewkKaTa penybanka u ObegMHEHOTO KPancTeo.

CnepHute rpynu 3abonnasaHus ca obxsaHaTn oT ERN-RND:
e ATaKCMM N HacneaCTBEHM CNACTUYHM Napaniermm
e ATUNNYEH NAPKMHCOHM3BM U reHeTUYHa 6onect Ha MapKMHCOH
e [INCTOHMA, NAaPOKCM3MANHO PA3CTPOIMCTBO U HEBPOAEreHepauma ¢ HaTPynBaHe Ha MO3bYHU MOHM
e (dpoHTOTEMMOPANHA AEMEHLNA
e bonect Ha XbHTUMHITBH U ApYyru 3aga4m
e JleBkoauctpodum

KoHKpeTHa MHbOpMaLMA 33 MpeXKaTa, EKCNepPTHUTE LLeHTPOBE U 06xBaHaTUTE 3a60NABaHNA MOXKe A3
6bae HamepeHa Ha yebcaliTa Ha mpexkaTa www.ern-rnd.eu.

2. MPEMNOPDBKA 3A KJINHUYHA YINOTPEBA

EBponelickaTta pedepeHTHa Mpeska 3a pefKu HEBPOIOTMYHM 3a60nBaHUA pa3paboTn Tasn MHbopmauma
3a AMarHOCTMLMPAHETO Ha aTUNUYEH NAPKMHCOHU3BM, 33 A3 NOMOMHe NPW NOCTaBAHETO Ha AMarHosara.
PedepeHTHaTa Mpexka NnpenopbyBa M3N0A3BaHETO Ha Ta3n MHPopMaLMS.

3. OTKA3 OT yCJioBuUA

PbKkoBoACTBATa 33 KAMHMYHA MPAKTMKA, NPAKTUYECKUTE CbBETU, CUCTEMATMUYHWUTE nperneam n gpyru
Hacoku, nybankysaHun, onobpern mam notebpaeHm oT ERNRND, npeactaBnaBaT OuUeHKa Ha akTyasaHa
Hay4yHa M KAMHMYHA MHbOPMaUMA, NpeaocTaBAHa KaTo obpasoBaTtenHa ycnyra. MHopmauymara: (1) He
TpAbBa Aa ce cYMTa 3a BKAKOYBALLA BCUYKU NOAXOAALLN NeYEHUA, METOAMN Ha Ie4eHUe UK 33 U3ABNEHUNE
Ha CTaHAapTa Ha fieyeHue; (2) He ce aKTyan3npa HeMnpPeKbCHAaTO U MOMXKe [a He 0Tpa3ABa Hal-HOBUTE
AOKasaTenctBa (HoBa WMHOOpPMAUMA MOXe Aa ce NOABM MeXKAy MOMEeHTa Ha pas3paboTBaHe Ha
MHbOPMALMATA U MOMEHTA HA HEMHOTO Nyb6AMKyBaHe MM NpouunTaHe); (3) pasrnexga camo U3PUYHO
nocoyenua(nte) sbnpoc(n); (4) He Hanara KOHKpPeTeH HauuMH Ha MeAMUMHCKO neveHue; u (5) He e
npefHasHayeHa fa 3aMeHW He3aBMcMMaTa NPodeCcMoHaNHa NpeLUeHKa Ha NeKyBaluA AeKap, Tbi KaTo
nHPopmaumATa HE OTYMTA MHAMBULYANHUTE PA3ANYMA MEXAY nauueHTuTe. BbB BCUUKM Ccayyam
M3OPaHUAT HauMH Ha AenctBue Tpabea Aa 6bae pasrnefaH OT /NIEKYBaALLMA /JieKap B KOHTEKCTa Ha
JIeYEeHMETO Ha KOHKpeTHMA nauueHT. M3nonssBaHeTo Ha MHPopmauusaTa e AobpoBonHo. ERN-RND
npenocTaBa Tasnm MHPOPMAULMA Ha MNpUHUMNA "TakaBa, KakBaTo e", U He AaBa HMKAKBM rapaHuuu,
n3paseHn unm nogpasbupaim ce, No oTHoweHne Ha MHoopmaumata. ERN-RND nspuyHo ce oTkassa oT
BCAKAKBM rapaHLUmMn 3a NpoaaBaemMocCT UKW FOAHOCT 3a KOHKpeTHa ynotpeba unu uen. ERN-RND He noema
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OTroBOPHOCT 3a KaKBUTO U A4 6uno HapaHABaHUA U WETU Ha LA UIN UMyLLECTBO, NPOU3TUYALLUN OT
Man CBbP3aHU C NU3NONI3BAHETO Ha Ta3u VIH(I)OpMaLI,VIﬂ, NN 3a KaKBUTO U Oa 6uno rPELWKN AN NponycKkn.

4. METOAOJ1IOIUA

PaspaboTBaHeTo Ha Tasn MHOOPMALMA € M3BbPLIEHO OT rpynata Mo 3abonABaHMATA 3@ aTUMMUYEH
napKMHCoHU3bm Ha ERN-RND.

4.1. TPYTNA 3ABOJIABAHUA ATUTTUHEH NAPKMHCOHWU3BM

KoopduHamopu Ha epynume no 6oaecmu:

Tomac Facep?, Bacunmoc MaiicHep?

YneHose Ha epynama no 6bosecmu:

CNELMANINCTU MO 3APABHU MPUKU:

Alberto Albanese? ; Norbert Briiggemann?* ; Yaroslau Compta® ; Malgorazate Dec-Cwiek® ; Maria Teresa
Dotti’ ; Antonio Elia® ; Antonio Federico’ ; Dusan Flisar® ; Barbara Garavaglia® ; Zoltan Grosz'? ; Christine
Klein# ; Jiri Klempir!! ; Thomas Klockgether'? ; Thomas Klopstock®? ; Maja Kojovic® ; Norbert Kovacs!* ;
Bernhard Landwehrmeier'® ; Johannes Levin'? ; Gerrit Machetanz! ; Maria Jose Marti® ; Anne Pavy-Le
Traon'®; Bart Post'’ ; Evien RiZi¢kal! ; Franceso Valldeoriola® ; Wim Vandenberghe!®

MPEACTABUTENN HA NALMEHTUTE:

Nio6ommnp Masyx °

tUniversitatsklinikum Tubingen, Fepmanua;? CHU de Bordeaux, ®panumsa;® IRCCS Clinical Institute
Humanitas - Rozzano, WUtanus;* Universitdtsklinikum Schleswig-Holstein, Ffepmanus;> Hospital Clinic i
Provincial de Barcelona y Hospital de Sant Joan de Déu, WcnaHua; ®YHusepcutetcka 6onHMUa B KpaKkos,
Nonwa;’ AOU CueHa, Utanua;® donpauma IRCCS HesponoruuyeH mMHCTUTYT Kapno Becta - MunaHo,
Utanua;® YHUBEPCUTETCKM MEAMLMHCKU LeHTbp Jltobnana, CnoseHns;® Yuusepcuter "Semmelweis",
YHrapus; 'General University Hospital in Prague, Yewka penybauka;'? Universitatsklinikum Bonn,
Fepmanua;®  Klinikum der Universitit Minchen, Tepmanusa;* University of Pécs, Yurapwua;'®
Universitatsklinikum Ulm, FTepmanus;1® Centre Hospitalier Universitaire de Toulouse, ®paHuus; Y’Stichting
Katholieke Universiteit, aeicrsawy, kato Radboud University Medical Center Nijmegen, Huaepnanaus;'®
University Hospitals Leuven, Benrus;® Spolek pro atypické parkinsonké syndromy, Yewka penybamka
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5. MPErNeEA HA ATUNMNYHUTE NAPKUHCOHOBU CUHAPOMMU

ATUNUYHUTE NAPKMHCOHOBM cuHApomu (AMNC) BKAOYBAT rpyna 3abonsBaHMA, KOMTO MoraT Aa
MMUTUPAT bonectta Ha MapKuHcoH (BM), ocobeHo B paHHUTe eTanun Ha 3abonaBaHeto. CneaHuTe
pascTponcTBa 06UMKHOBEHO ce 0beauHsaBaT noa TepmuHa APS:

e ATtpodua Ha MHOXKecTBeHaTa cuctema (MSA)

e [lporpecuBHa cynpaHyKneapHa napanusa (PSP)

e KopTtukobasaneH cuHapom (CBS), KoiTo moxke Aa e npoaABa Ha PSP uam KopTuKobasanHa
aereHepauma (CBD).

MaumeHTUTE C Te3n pascTpoiicTBa 0OMKHOBEHO NMOKa3BaT No-6bp3a nporpecusa Ha 3abonasaHeTo U
IMnca Ha oTroBop MAM cnab oTroBOpP Ha NPOABL/KUTENHATA Tepanusa C NeBoAona B CPaBHEHMe C
nauyeHTtute ¢ bIN. CneuydnyHUTe CUHAPOMMK Ce ONPERENAT KAMHUYHO OT Cb3BE3ANE OT CUMMMTOMMU.
MauuneHT, 33 KOroTo ce NOAO3MpPa, Ye CTpaZa OT MAPKMHCOHOBO PA3CTPOMCTBO, U KOMTO NpoABABa
cnegHUTe CMMNTOMWM B HA4yasloTO Ha NpOTU4YaHe Ha 3abonABaHeTO cnep NosBaTa Ha ABUraTeNHM
CMMNTOMMU, TPAGBA Aa 6bAE HACOYEH KbM CreLManncT no AsuraTeIHn HapyLleHMa 3a 40NbAHUTENHO
nuscnegBaHe ganuv e Hanuue MAo:

e Jlunca unu cnab oTroBop Ha nesogona

e bbp3a nporpecua Ha 3abonaBaHeTo

e HecTtabunHOCT Ha NoXoAKaTa U paHHM NagaHUA
e Passutue Ha gemeHumA

e BepTuKanHa napanunsa Ha norneaa uamn 3abasaHe Ha BEPTUKANHUTE cakaaum
e [lncaBToOHOMMUA

e PaHHa gusapTpua, aucdarna namn ctpuaop

e U3aBeHU uepebenapHu NpmsHaum

e [lpuM3HauM Ha NUPAMUAHUA TPAKT

e  [1NCTOHMA

e Anpakcusa

e MWNOKNOHYC

OcBeH aHamHesaTa M KAWHUYHKMA npernes, AOONBAHUTENHWU AUMATHOCTUYHU MEpKM, KaTto
HeBpon3obpasaBaHe, u3cneaBaHe Ha uepebpocnmMHanHaTa TEYHOCT, aBTOHOMHM W KOTHUTUBHU
TectoBe, moraT ga 6baat nonesHM B NOAKpPena Ha KAMHUYHATA AuarHosa. lNoHactoAwem He
CbLLECTBYBAT Tepanuu 3a U3nekyBaHe UK cnupaHe/3abaBsaHe Ha NporpecusTa Ha 3abonaBaHeTo Npwm
APS. BbnpeKku TOBa rpuKMTe 3a NaumeHTa c uen obnekyaBaHe Ha cMMNTOMMTE morat ga 6vaat
afjanTUpaHu, Korato ce yCTaHOBWM MNpasuaHaTa AuarHosa. loHacTtoAawem ce nposexpaaT pegumua
N3NUTBaHWA 3a No-A06po onpesensHe Ha CNeKTbpa OT CUMNTOMM M NpoTUYaHe Ha APS 1 3a npoBepKa
Ha edMKaACHOCTTA Ha pasnMYHKU TepaneBTUYHM noaxoau. [MaumeHTUTe C NPaBWUAHO MNOCTaBeHa
AguarHosa APS moraT Aga wumaT nonsa OT BK/AWYBAHETO CUM B Te3nM MNpPOyyYBaHUA
(https://www.michaeljfox.org/trial-finder).

3a no-nogpo6bHa MHopMaLma OTHOCHO APS BUXKTE KOHCEHCYCHUTE AOKYMEHTM NO-40AY.
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5.1. KOHCEHCYCHWN JOKYMEHTW

KoHceHcycHu dokymeHmu MSA:

e Pellecchia MT, Stankovic I, Fanciulli A, Krismer F, Meissner WG, Palma JA, Panicker J, Seppi K,
Wenning GK oT umeTo Ha nscnegosaresnckarta rpyna MoDiMSA. MoraTt in aBTOHOMHUTE TecToBe
N n3obpaxeHMaTa ga AonpuHecaT 3a PaHHOTO AuarHoctuuupaHe Ha MCA? CuctematuueH
nperne v Nnpenopbku Ha M3cneaoBaTesickaTta rpyna 3a atpodumsa Ha MHOXeCTBeHaTa cMcTemMa Ha
MDS (MoDiMSA). Mov Disord Clin Pract 2020, B peaakuus.

e Stankovic I, Quinn N, Vignatelli L, Antonini A, Berg D, Coon E, Cortelli P, Fanciulli A, Ferreira lJ,
Freeman R, Halliday G, Hoglinger GU, lodice V, Kaufmann H, Klockgether T, Kostic V, Krismer F,
Lang A, Levin J, Low P, Mathias C, Meissner WG, Norcliffe Kaufmann L, Palma JA, Panicker JN,
Pellecchia MT, Sakakibara R, Schmahmann J, Scholz SW, Singer W, Stamelou M, Tolosa E, Tsuji S,
Seppi K, Poewe W, Wenning GK, oT umeTto Ha N3cnegoBatenckarta rpyna MSA Ha [py*KecTBOTO 3a
ABUraTeIHN HapyweHua. KpUTMKa Ha BTOPUTE KOHCEHCYCHU KPUTEPUM 33 MYATUMNIEHA CUCTEMHA
atpodua. Mov Disord 2019;34:975-984.

e Gilman S, Wenning GK, Low PA, Brooks DJ, Mathias CJ, Trojanowski JQ, Wood NW, Colosimo C,
Diirr A, Fowler CJ, Kaufmann H, Klockgether T, Lees A, Poewe W, Quinn N, Revesz T, Robertson D,
Sandroni P, Seppi K, Vidailhet M. Second consensus statement on the diagnosis of multiple system
atrophy. Neurology 2008;71(9):670-6. doi: 10.1212/01.wnl.0000324625.00404.15.

e Berardelli A, Wenning GK, Antonini A, Berg D, Bloem BR, Bonifati V, Brooks D, Burn DJ, Colosimo
C, Fanciulli A, Ferreira J, Gasser T, Grandas F, Kanovsky P, Kostic V, Kulisevsky J, Oertel W, Poewe
W, Reese JP, Relja M, Ruzicka E, Schrag A, Seppi K, Taba P, Vidailhet M. Npenopbkn Ha EFNS/MDS-
ES/ENS [KopurupaHu] 3a amarHoctMumpaHe Ha 6onectta Ha MapKuHcoH. Eur J Neurol. 2013
Jan;20(1):16-34. doi: 10.1111/ene.12022.

e Trojanowski JQ, Revesz T. lNpeanoeHW HEBPOMATO/NIOTMYHM KPUTEPUM 3@ MNOCTMOPTANHA
JAMarHo3a Ha MHoKecTBeHa cuctema. PaboTHa rpyna no HeBponaTtonorus 3a MCA. Neuropathol
Appl Neurobiol. 2007 Dec;33(6):615-20.

e laurens B, Constanstinescu R, Freeman R, Gerhard A, Jellinger K, Jeromin A, Krismer F,
Mollenhauer M, Schlossmacher M,G, Shaw LM, Verbeek MM, Wenning GK, Winge K, Zhang J,
Meissner WG. TeyHu 6MOMapKepu NpuM MHOXKeCTBEHA cucTeMHa atpodwusa: MMpernes Ha
MHuumatneata 3a 6uomapkepm Ha MCA. Neurobiol Dis. 2015 Aug;80:29-41. doi:
10.1016/j.nbd.2015.05.004. Epub 2015 May 15.

JlokymeHmu 3a KoHceHcyc PSP/CBD:

e Grimm MJ, Respondek G, Stamelou M, Arzberger T, Ferguson L, Gelpi E, Giese A, Grossman M,
Irwin DJ, Pantelyat A, vRajput A, Roeber S, van Swieten JC, Troakes C, Antonini A, Bhatia KP,
Colosimo C, van Eimeren T, Kassubek J, Levin J, Meissner WG, Nilsson C, Oertel WH, Piot |, Poewe
W, Wenning GK, Boxer A, Golbe LI, Josephs KA Litvan |, Morris HR, Whitwell JL, Compta Y, Corvol
JC, Lang AE, Rowe JB, Hoglinger GU, for the Movement Disorder Society-endorsed PSP Study
Group. Kak ga npunarame Kputepuute Ha [pyXecTBOTO 33 ABUraTeIHN HapyLleHnA 3a AnarHo3a
Ha NporpecuBHa cynpaHyKaeapHa napanunsa (Movement Disorder Society Criteria for Diagnosis of
Progressive Supranuclear Palsy). Mov Disord 2019;34:1228- 1232.

e Hoglinger GU, Respondek G, Stamelou M, Kurz C, Josephs KA, Lang AE, Mollenhauer B, Miiller U,
Nilsson C, Whitwell JL, Arzberger T, Englund E, Gelpi E, Giese A, Irwin DJ, Meissner WG, Pan-telyat
A, Rajput A, van Swieten JC, Troakes C, Antonini A, Bhatia KP, Bordelon Y, Compta Y, Corvol JC,
Colosimo C, Dickson DW, Dodel R, Ferguson L, Grossman M, Kassubek J, Krismer F, Levin J, Lorenz|
S, Morris HR, Nestor P, Oertel WH, Poewe W, Rabinovici G, Rowe JB, Schellen-berg GD, Seppi K,



van Eimeren T, Wenning GK, Boxer AL, Golbe LI, Litvan |; lpyna 3a nscneasaHe Ha PSP, opobpeHa
oT [pyKecTBOTO 3a JBUraTesHM pascTpoiicTBa. KAMHWMYHA [AMarHosa Ha MNporpecusHa
cynpaHyKneapHa napanusa: Kputepuute Ha [pysKecTBoTo 3a ABUraTe/iHn pascTpoictsa. Mov
Disord. 2017;32(6):853-864. doi: 10.1002/mds.26987.

Respondek G, Kurz C, Arzberger T, Compta Y, Englund E, Ferguson LW, Gelpi E, Giese A, Irwin DJ,
Meissner WG, Nilsson C, Pantelyat A, Rajput A, van Swieten JC, Troakes C, Josephs KA, Lang AE,
Mollenhauer B, Miiller U, Whitwell JL, Antonini A, Bhatia KP, Bordelon Y, Corvol JC, Colosimo C,
Dodel R, Grossman M, Kassubek J, Krismer F, Levin J, Lorenzl S, Morris H, Nestor P, Oertel WH,
Rabinovici GD, Rowe JB, van Eimeren T, Wenning GK, Boxer A, Golbe LI, Litvan |, Stamelou M,
Hoglinger GU; lpyna 3a u3cneaBaHe Ha PSP, omobpeHa oT [py»KecTBOTO 3a ABUraTesiHM
pascTponcTBa. Kon NpeacMbpTHU KAWMHUMYHU XapaKTePUCTUKU NpeacKasBaT NaTtonorvata Ha
nporpecMBHaTa cynpaHyKkaeapHa napanausa? Mov Disord. 2017;32(7):995-1005. doi:
10.1002/mds.27034.

Whitwell JL, Hoglinger GU Antonini A, Bordelon Y, Boxer AL, Colosimo C, van Eimeren T, Golbe LI,
Kassubek J, Kurz C, Litvan |, Pantelyat A, Rabinovici G, Respondek G, Rominger A, Rowe JB,
Stamelou M, Josephs KA; Movement Disorder Societyendorsed PSP Study Group. Pagnonormyxm
6uomapkepu 3a guarHoctuka npum PSP: Kbae cme u Kbae Tpsabsa ga 6baem? Mov Disord.
2017;32(7):955-971. doi: 10.1002/mds.27038.

Armstrong MJ, Litvan |, Lang AE, Bak TH, Bhatia KP, Borroni B, Boxer AL, Dickson DW, Grossman
M, Hallett M, Josephs KA, Kertesz A, Lee SE, Miller BL, Reich SG, Riley DE, Tolosa E, Troster Al,
Vidailhet M, Weiner WJ. Kputepun 3a guarHoctMumpaHe Ha KopTMKobasanHa gereHepauus.
Neurology. 2013;80(5):496-503. doi: 10.1212/WNL.0b013e31827f0fd1.

KoHceHcycHu dokymeHmu DLB

McKeith et al. Neurology. 2017 Jul 4; 89(1): 88-100. doi: 10.1212/WNL.0000000000004058
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