HNHOOPMAIIUA 3A:

HaumenoBanue Ha 3200/J19BAHETO

Cunnpom Ha ['epctman-Ilpaycnep-IakHkHep

OnpegeneHue Ha 3a00/151BAHETO

[TpuoHOBHTEe 3a00JIIBaHHSA Ca HEBpOAET€HEpaTHBHU 3a00JABaHHsA, Jb/DKAIM Cce Ha
HaTPyIBaHE HAa MAJKH I[ATOreHHH HH(EKIHO3HM YacTHLH, CBIbpXalld IPOTEHH Oe3
HYKJIEHHOBA KHCEJIHHA, KOHTO C€ XapaKTepH3UpaT C IBJIBI HHKyOallMOHEH INEpHOI H
IPOrpecHBeH XOJ Clie] MMosBaTa Ha CUMNTOMHTE. [IpHOHMTE ca YHHKAJIHO YCTOWYMBH Ha
peluIia mpoleaypu 3a obeszapasssane. [Iproronaruute ohopMAT cieAHHTE 3a00IABAHAA-
Kypy, 6onect na Creutzfeldt-Jakob (CJD) u neroBute BapuanTH, Gerstmann - Straussler -
Scheinker (GSS) cunapoM u ¢aransa damunna uacomuus (OOU). Te ca B pesynrar Ha
HaTpynBaHe Ha aOHOPMHH H30OopMH Ha IIPHOHOBHS IPOTEHMH B HEBPOHAJIHUTE H
HEHEBPOHAJIHUTE KJIETKM Ha MO3bKa. HaTpynBaHeTo Ha TO3M NPOTEHH MM (PparMEHTH OT
HEro B HEBPOHHUTE BOJH JI0 aIlONTO3a M KJIeThYHa CMBPT. ChILECTBYBa CHIIHA BPB3Ka MEXIY
MyTalldH B I€Ha, KOAUpAI] HOPMAJIHUS IPHOHOB NpoTeuH npu xopa (PRNP) — nokanusupan
BBEPXY KBCOTO paMo Ha Xpomo3oma 20 # ¢popMH Ha IPHOHOBH 3a00/IsABaHMs C HACIEACTBEHA
npenpasnonoxeroct (pammwina CJD, GSS, ®DH). Kinuanuno, npuoHonatus Tpabsa na ce
IOI03MPA IIPH BCEKH CTydail Ha OBp30 Mporpecupaia JEMEHIHUS ¢ aTaKCHs, MHOKJIOHYC MJIH
IpH XOpa C [aTOJOTMYHA MHCOMHHS M aBTOHOMHH HapyHICHH .

Yerupuuudpen koa Ha 3adoassanero no MKB-10 (ako TakbB € HaJIMY€eH)
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EnuaeMHoI0rM4HH JAHHH 32 3a00JsBaHeTo B Penybanka buarapus

Tounarta yecToTa B Bparapus He yctaHoBeHa. HanpaBeH e qucepTaliHOHEH TPy 3a
NPUCHXKIAHE HA HAy4YHa CTEeNleH — JOKTOP Ha HayKuTe, Ha TeMa ,,KIIMHHKO-TeHETHYHH
IpOy4BaHHs PH GPOHTOTEMIIOPAHA IEMEHLHA H CPOJHH 3ab0/sBanms "

B T.4. Hay4HH My0JIMKALHH OT NOCACAHATE NET FOAMHH M MPHJIOKEHA
ombuorpadgcka cnpaBka

1. Mexpabuan III. ,KIMHHKO-TeHETHYHH MPOYYBaHU IIpU (POHTOTEMIIOPAIHA
JeMEHLH U cpoauu 3abonsaBanus™, 2016. JlucepTalliOHEH TPy .

2. Dimitrov I, Tzourio C, Milanov I, Deleva N, Traykov L. Prevalence of dementia and
mild cognitive impairment in a Bulgarian urban population. Am J Alzheimers Dis
Other Demen. 2012 ;27(2):131-5.

EnngeMno/iornydHy JaHHHU 32 3a60asBaHeTo B EBponeiickus ¢bi03

He e yrounena.

B T.4. HAYYHH OyOJHKALNH OT NOCAEHHTE IIET FOAMHH H IIPHJIOJKEHa
onbanorpadgcka crpaBka

1. Arata, H., Takashima, H., Hirano, R., Tomimitsu, H., Machigashira, K., lzumi, K.,




Kikuno, M., Ng, A. R., Umehara, F., Arisato, T., Ohkubo, R., Nakabeppu, Y., Nakajo,
M., Osame, M., Arimura, K. Early clinical signs and imaging findings in Gerstmann-
Straussler-Scheinker syndrome (Pro102Leu). Neurology 66: 1672-1678, 2006

OueHka HA CHOTBETCTBHETO HA 3a00/1ABaHeTO ¢ JePHHHIHUATA 3a psAKo 3a0ouanBaHe
cbriaacHo § 1, T. 42 oT JOOBJIHHTEIHATE pa3nopea0dH Ha 3aKoHa 3a 3ApaBeTo

3ab01s1BaHETO € MHOTO PSAKO 3a00IABaHe.

Kpurepun 3a AuarHocTunupane Ha 3a00J1sIBaHETO

CeriacHo HalnpoHaneH KOHCEHCYC 3a paHHA IUAarHOCTHKa W JiedeHHe Ha OojecTra Ha
AnuxaiiMep u apyra GopMH Ha JeMEHIMS W CHOOPAa3HO IPEIUIOKEHH KpHTEpHH OT 3ep,
2009 u Xer, 2010, kakTo ¥ npunoxenue Ha DSM 5 kputepuure 3a JIEKO H H3pa3ecHO
HEBPOKOTHHTHBHO HapyIIECHHE.

B T.4. HayYHH My0JITHKANUH OT NOC/TeJHUTE NeT TOAHHM H IIPHJI0KEHA
Onbuorpagcka cripaBka

1. Zerr I, Kallenberg K, Summers DM, et al. Updated clinical diagnostic criteria for
sporadic Creutzfeldt— Jakob disease. Brain 2009; 132: 2659-2668.

2. Heath CA, Cooper SA, MD, Murray K, et al. Validation of diagnostic criteria for
variant Creutzfeldt—Jakob disease. Ann Neurol 2010; 67: 761-770.

AJlFOpﬂTMPI 32 JHArHOCTHIIHPDAHEC HA 3200JI9BaHETO

AJITOPUTMH 32 IHATHOCTHIIUPAHE Ha 3a00NIBAHETO: CHITIACHO HALlHOHAJIEH KOHCEHCYC 3a
paHHa JUArHOCTHKA M JiedeHue Ha GosiecTra Ha AnmxaiiMep H Apyry GopMH Ha JEMEHIUS.
Jlo MOMEHTa ca yCTaHOBEHH 5 MpHOHOBH 3abosigBaHHA mpH doBeka: Kypy , Gonect Ha
Creutzfeldt-Jakob (CJD) , BapuanT Ha Gonect Ha Creutzfeldt-Jakob (vCID u3Becten cbmo
kato HoB BapuanTCJD), Gerstmann - Straussler - Scheinker curapom (GSS) u

¢aransa pamunHa nHcoMHus (OOH).

ITpe3 2008 r. e onncaHa HOBa NPHOHOBA OOJECT HapeueHa "IPOTEHHA3a-4yBCTBHUTEIIHA
nproHonatus". [lanueHTHTe NpOABABAT JEMEHIMA HA CPeJHA Bb3pacT 62 rOJAMHU C U3ABEHH
HEBPOIICMXUATPHYHH CHMITOMH M TIPOTPECHBEH J[BHTaTeNeH clajx (aTakcHsd /MM
napkuHcoHu3bM). CpelHara OpPOABIDKHTENHOCT Ha 3aboisgBaHeTo € okoyno 20 Mecena.
MHoro or nanMeHTHTe HMMarT (aMHIHA aHaMHe3a 3a JAEMEHIHs, KOETO Ipeamoara
Bb3MOXKHA FEHETHYHA [IpHYKHA. JIMKBOPHUAT MapKep 3a NNpoTeuH 14-3-3 € oTpHuaTeneH Ipa
BCcMUKM mnanuMeHTH. MPT Ha rimaBen Mo3bK IeMoHcTpupa mudysHa atpodpus. He ce
YCTaHOBSABaT NpoMeHH npH enexrpoeruedanorpama (EET), ocBeH Hanuuuero Ha audy3Hu
6aBHM BBIHH. HeBpomaToioru4HuTe M3CIEABAaHUS OTKPUBAT CIIOHTH(OpPMEHA NereHepalus
B KOpaTa Ha IJIaBHHS MO3bK, Oa3aJHMTEe IaHIVIMH H TajlaMyca ¢ OTHOCHTEIHO CbXpaHCHH
MO3BYEH CTBOJ U MATLK MO3BK. Beuuku Te3u cimydan umat 129VV renorum.

Cunapom Ha Gerstmann-Straussler-Scheinker (GSS)

GSS ce yHacnegssa no aBTO30MHO-AOMUWHAHTEH TUN C BUPTyanHa NbfiHa NeHeTPaHTHOCT.
3abonsBaHeTO e BKNIOYEHO B ChUcbka Ha ,pefakute 3abonseaHus” (ORPHA356;
http://www.orpha.net). [luarHo3a He moxe fia ce nocTtasu Ypes obuyainHuTe nabopatopHu
unu obpasHn nscneasanusa. OTkpueaHe Ha MyTauun B PRNP reHa e 4yBCTBUTENEH U CUMHO
cneyndryeH HauMH 3a guarHoctuumpaHneto Ha GSS. HeeBponaTonoru4yHoTo uscneasaHe,
Makap fAa ce W3non3ea No-manko Ha npakTuka, cbujo Moxe fAa OGbae nonesHo.
CrenexTa Ha aAemeHuusTa npu GSS Bapupa Mexay 3acerHaTute cemencTsa U UHAMBUAUTE
Ha e4HO U CbLUO CEMEeNCcTBO. YacT oT BapuabunHaTa ekcnpecus Ha Toea 3abonsBaHe moxe
fa ce Ab/ku Ha pasnuumata B MyTauywute B PRNP reHa wnu cbuyetaHue ¢
nonumopduamuTe B KOAOH 129.

Lﬂnd)epem;nanﬂam AHarHo3a Ha 3a00IIBaHeTo:




[lpyrv aBTOMMYHHM, MH(EKLUMO3HU, 3N10KaYeCTBEHW U TOKCUYHO-METaGONUTHU NpUYUHK
TpsBBa Aa ce UMaT nNpeasua Npu audepeHunantara gnarHo3a Ha nauneHTn CycnekTHu 3a
CJD.

Mo3byHaTa Buoncus e snaTeH cTaHAapT 3a AedUHUTUBHA AnarHosa. Bwnpeku ToBa, 4ecTo
NbTW, TUNWYHATa KNWHWYHA KapTUHa, B cbyeTaHwe ¢ AaHHuTe oT MPT Ha rnaBeH MO3bK,
EEl u aaHHUTe OT NUKBOPHOTO M3CneaBaHe ca AOCTaTb4YHM 3a Aa ce uskiuaT apyrute
NPUYMHK 1 Aa ce YCTaHOoBU BepoaTHaTa AgnarHosa.

OtnuunTeneH Gener Ha vCJD cnpsimo sCJD, e ABHMS TPO(U3BM KbM NUMPONAHNA OpraHu
kaTo cnusuumTe. MscneasaHeTo Ha PrP, ekctpaxupaH oT cnuBuuuTe Ypes Guoncus Moxe
Aa ocurypu uyBCTBUTENEH u cneuuduuyeH MmeToa 3a AvarHoctuuupaHe Ha vCJD, B
cbueTaHue C CbOTBEeTHaTa KNWHUYHA kapTuha. OT Apyra cTpaHa, OTKpuBaHeTo Ha 14-3-3
npoTeMH B JIUKBOpa He € JyBCTBUTENEeH Mmapkep 3a AuarHosa Ha vCJD.
Mpu nauveHtute cbc sCJDp MPT Ha rnaBeH MO3bk OOMKHOBEHO nokasBsa abHOpMHUY
CWrHanu B nyTameHa W rnaeata Ha kayaata. EEl fgaHHuTe 3a nepuoauqHW KOMNNeKcu
0CTPa BbLNHA MMaT BWCOKA CNEeLMGUYHOCT U HUCKa YyBCTBUTENHOCT 3a AuarHoctuuupade
Ha CJD. WscnegeaHeTo Ha 14-3-3 npoTeuH B NuUKBOpa € crneuuduyeH TecT € Hucka
4yBCTBUTENHOCT 3a AnarHocTuumpareTo Ha CJD.

KnunununuTe dperotunose Ha sCJD ca cBbp3aHu C MONEKynspHUTe NoATUNOBE onpeaenexHn
oT reHoTuna Ha kogoH 129 Ha PRNP reHa u Thna Ha naTonorM4Huss NpUOHOB MPOTEUH
(PrP%°). TeHotunbsT Ha PRNP e XOMO3WroTeH WNM XeTepo3uroTeH 3a METUOHWH
(M) vnun Banun (V) npu koaoH 129. UN3nonssaHeTo Ha Tasu MonekynspHa knacudpuvkaums
Cb3gaBsa WeCT KNMHWUYHK heHoTunose Ha sCJD:

« MM1 1 MV1 BapuaHT1 (MUOKNoHu4eH, Heidenhain BapnaHT) CbCTaBNABaT OKONO 70% ot
cnyyaute cbe sCJD u kopenupaT ¢ ¢eHotuna npu "Knacuyeckata CJD" - HanpegHana
Bb3pacT Ha geboTa Ha 3abonssaHeTo, 6bP30 nporpecupalla AeMeHUMs C paHHU U BUAHW
MUOKMOHYCW W KpaTKa NpOABLIXUTENHOCT Ha 3abonssaHeTo (CpeAHo 3,9 wmeceua).
« VV2 BapnaHTbT (aTakcuuen BapuaHT) ce Habnioaaea npu no-manko ot 15% ot cnydvaute
cbe sCJD u ce nposiBABa ¢ aTakcus npu AebloTa, YecTo KaTo M3onupaH CUMNTOM, KbCHa
nosiBa Ha AEMEHUMS U Mo-rofiamMa NpoAbIIKUTENHOCT Ha 3abonsBaHeTo (cpeaHo oT 7-9
Meceua).

« MV2 BapuanTeT (¢ Kypy nnaka) npeacrasnssa okono 9% oT cnydYauTe u ce nposBssa c
aTakcus, nporpecvBHa fAemeHuus ¢ npeobnajaBaily NCUXMATPUHHU CUMNTOMMU U no-
ronsma npoAbMXUTENHOCT Ha 3abonsasaneTo (cpeaHo 17.1 meceua ). 14-3-3 NpOTEUHBLT B
FIMKBOPa € OTHOCUTENHO HedyyBCTBUTENEH Mapkep 3a BapuaHTa MV2 (okono 70%) n pagko
ce HabnoaasaT u xapakrtepruute EElN npomeHu.

« MM2 BapvaHTLT MOXe fa Ce NpeACTaBu KaTo Tanamu4eH Unu KopTUKaneH BapuaHT.
HSKOM MauveHTy WMaT No-paHHa Bb3pacT Ha HayanoTo W ALNbLr X04 Ha 3abonsBaHeTo -
CbC CpeAHa NpoabIPKUTENHOCT okono 14 meceua. MNpoTenHsT 14-3-3 ce ycTaHoBsiBa npu
61-91% oT nauuneHTute ¢ MM2.

TanaMuuHUAT BapuaHT Ha MM2 uma cpefHa NpOABLIKUTENHOCT Ha 3abonsBaHeTo OKOMo
15,6 meceua. MNpeobnagawuTe nposeu Ha 3abonsBaneto ca 6e3cbHMEe, NCUXOMOTOpPHA
Bb36yAa, aTakcust W KOTHUTWUBHW HapylleHus. To3u geHoTUn npunuya Ha KNWHWU4HaTa
KapTuHa Ha dON.
KopTukanHuuat sapuadHt Ha MM2 uma cpefHa nNpoABLMIKUTENHOCT Ha 6onectra okono 15.7
meceua. [emeHuusta e npeobnanasawiata nposiBa, [OKaTO pagko ce onuceat
uepebenapHu U 3pUTENHN CUMNTOMMU.

« VV1 BapuaHTBLT ce O0TNM4aBa C NporpecusHa AeMeHLUUs U no-ronsmMa NpoAbIKUTENHOCT
Ha 3abonsBaHeTo (cpedHo 15,3 meceua).

[eHEeTUYHH H3CIeIBAHHS M MEIHKO-TEHETHYHO KOHCYNTHpaHe: [eHbT, kogupauy HopmanHus
npoteuH npu xopa (PRNP) ce Hamupa B KbCOTO pamo Ha XpoMo3oMma 20. MpuoHoBuTE
3a60NABaHUSA C HacneAcTBeHa npeppasnonoxeHocT (damunva CJD, GSS, dON) umart




TAcHa Bpb3Ka C MyTauuu B TO3W reH. EpHa myTauus Moxe Aa JoBefe [0 pasnuyHu
KNUHWUYHW  (DEHOTUMOBE NpU  PasnuyHUTe WHAWBUAW WU cemelictea. [lo cera ca
ycTaHoBeHW noseye oT 50 pasnuuHn MyTauuu B8 Toan red. KogoH 129 Ha reHa PRNP e
nonMMopdeH; HOPManHUTe UHAMBUAM UMAT Unn BanuH nu METUOHWH Ha ToBa MSACTO.
V129 1 M129 He ca naToreHxu camm no cebe cu. MNaunenTuTe C D178N myTauus, KouTo ca
XOMO3UroTHNW 33 BanuH B KoaoHa 129 BeposTHO pasBuBat CJD, pokato Tesu, KOUTO
ca XOMO3WUroTHM 3a METWOHWH ca CKIIOHHM Aa passuBar POU.
Bcuuky npoyyeHn cemeiictea ¢ GSS mmat myTauuv B PRNP rena. Mytauusta P102L e
Haii-yecTo cpewjaHaTta MyTauus. [pu cdamunHa CJD, TodkoBa MyTauws, BKilo4Balla
3aMSHAaTa Ha NN3NH C riyTaMuH B kopoH 200, e Hait-4ecTaTa yCTaHoBeHa MyTaLiA B ceeTa.
MyTtaumata D178N e npeobnapasaljara MyTauus, ycTaHoBeHa B NOYTHA BCUYKN cemeiicTea
¢ ®dW. Tasn myTauusa ce OTKpuBa 1 Npu cnyvau ¢ cdamunnda CJD. Okassa ce, 4e nauveHTu
C Tasn MyTauus, KOUTO Ca XOMO3UFOTHW 38 METWUOHMH B KOAOH 129 passuBaT noaobHN Ha
ODOW KNUHUYHU CUMNTOMM, [OKATO Te3n XOMO3WUroTHM 3a BanvH passusat damunna CJD.
IIpu BCHYKH CIIy4aH € 3a0b/DKUTCIIHO MEIUKO-TEHUTHYHO KOHCYJITHPAHE.

B T.4. Hay"YHH My0JIAKAIMH OT MOCIXHHTE MeT FOHHN H NPHII0KEHA
éuéamorpadcka cnpaBka

1. Appleby BS, Lyketsos CG. Rapidly progressive dementias and the treatment of human prion
diseases. Expert Opin Pharmacother 2011 :12:1-12

2. Aratjo AQ. Prionic diseases. Arq Neuropsiquiatr. 2013;71(9B).731-7.
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4. Head MW, Yull HM, Ritchie DL, et al. Variably protease-sensitive prionopathy in the UK: a
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2012;724:143-153.
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11. Prusiner SB. Novel proteinaceous infectious particles cause scrapie. Science 1982; 216:136-
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2013;260:498-506.

13. Wood H. Prion disease: New approaches to CJD diagnosis. Nat Rev Neurol 2012; 8:241.

AJIFOPHTMH 3a JIeYCHHE¢ HA 3200JIIBAHETO

AJTOpUTMH 3a JicueHue Ha 3a60/19BaHeTO: ChITIACHO HaIlMOHaJIEH KOHCEHCYC 3a paHHa
JIAarHOCTHKA U JIEYCHUE Ha GosecTTa Ha AnuxaiMep B JpyTH ¢bopMH Ha TEMEHIIHS.
TepalleBTHYHUTE TTOAXO0IH KbM 3a60J1IBaHETO, B TOBA YHCJIO KOHCEPBATHBHYU M ONEPATHBHH,
TEeXHUTE IPSAUMCTBA, PUCKOBE U OUYaKBaHa e(deKTHBHOCT: Tepalusira € CAMITOMAaTHIHA H
¢doxycHpaHa BbpPXY mofoOpeHue Ha (GyHKIMUTE U MATHATHBHH TPIDKH.

MpvoHosuTe 3abonABaHUA ca BUHArU C caTaneH kpai, Hesasucumo oT TekywuTe ycunus
3a OTKpUBaHe Ha TepanesTU4HO cpeactso. [pwxara 3a nauventTd C NPUOHOBU
3abonsaBaHnga e




rmasHo noaabpxawa. Wsonupanute onuTh 3a cTabunusaums wnu nopobpeHue Ha
CbCTOSIHUETO cnep NeyeHue € amaHTajuH, auuknosup, UHTEpdepoHn, NONUaHUOHW,
BUAapabuH U METU3OMPUHON He Ca NONOXWATENHHN.

MpunaraHeTo Ha Quinacrine W XNOpPNPOMasuvH, 3a KOUTO Be ycTaHOBEHO, 4e WHxubupar
dopmauuaTa Ha PrPS¢ B KynTUBMpaHW KNETbYHU JIMHAN Ha Hespobnactom (ScN2)
XPOHWYHO 3apaseHu C MPUOHW, CbLLUO He nokasa HWkakea rnonsa npy nauueHTuTe.
Hakpas, ®nynupTWH Manear, UEHTpanHo JeycTBaly HeonuouaeH aHanreTuk ¢
LMTONPOTEKTUBHA aKTUBHOCT UH BUTPO B HEBPOHUTE, MHOKYNNUPaHK C ¢parmMeHT Ha NpUOHOB
NPOTEUH HE e nokasan 3HaunTeneH eexT BbpXy BpeMeTo Ha NPEeXUBSEMOCT B CpaBHeHune
¢ nnauebo. Bunpekn ToBa, NauMeHTUTe nokassar 3HaYUTENHo nopobpeHue B KOrHUTUBHUTE
cn oueHkn (ADAS-Cog m MMSE) Ges pa pocturat CTaTUCTUHECKW 3HaUYUUMKU pasnuKK.
Na6opaTopHn MOAENU, U3NON3BAHU 33 U3y4aBaHe Ha NPUOHOBUTE 3abonaBanua morat Aa
noanoMorHaT TecTBaHeTO Ha HOBW TepanesTW4HW CPeacTsa. Hay4yHute nOCTWKEHUA
8 pa3bupaHeTo Ha MoneKynspHaTa natoreHesaTa Ha npuoHoBUTE 3abonsBaHWA ce o4aksa
Aa [oBefe A0 MAEHTUMULMPAHETO Ha HOBU MULLIEH!U 3a Ne4eHhe.

[IpenopbyYMTENCH JUETHYEH PEXUM U (QU3nvecka aKTUBHOCT U IP.. BB3MOXXHOCTHTE 32
npeBeHIps O1xa GUIIH OlIe NMO-3HAYHMH, aKo n06aBUM H ApyrH MoaudHIMpaIy GakTopH

3a JIEMEHIIUS KaTo Cpe3eMHOMOPCKa UETa U aKTHBHU COLHAIHHA 1 pa3BJIEKaTEeNIHH
neitnocTH. Cxopo myOIMKyBaHOTO NPOYYBaHE FINGER npenocrass 3a IbpBH IBT
06HaJIeXaBallly JAHHH B Ta3u Mocoka. ToBa Npoy4BaHe H3C/ICABA edekTa OT JBYrOIHUIIHA
MHOTo(paKTOpHA HHTEPBEHLHA BbPXY KOTHUTHBHHTC (yHKUMH TIpH BB3PacTHH JIMLA OT
o61aTa MomyJialus ¢ MOBUIIEH PUCK OT Pa3BUTHE HA KOTHUTHBHH HapyIICHHUS.
dusKKaIHATA TEpANKs U XUPYPrHYHE HHTEPBCHIIMH HE Ca TI0Ka3aiHn e(eKT BBPXY
ciMmToMuTe. [OBOPHA Teparys MOXKe JIa Ce NPeJUIokH NIPH NAUHCHTH C H3pasehd adazus.

B T.4. Hay"HH Ty0JHKAaLHH OT MOCIEXHHTE MeT FOANHHA H NPUJI0KEHA
onéanorpadgcka cnpaBka

1. HanmonajieH KOHCEHCYC 33 paHHAa [JHardHocTHKa H JieHeHHe Ha foyecTra Ha
AnuxaiiMep # Ipyru GopMH Ha AeMeHIMS, ATIPUJI 2015.

AJrOpHTMH 32 IIPOCTIesiBaHe Ha 3200/1BAHETO

AJICODUTMH 33 IIpociIe/isBaHe Ha 3a00JIIBAHETO: CHIIIACHO HAIMOHAICH KOHCCHEYC 33 paHHa
JMArHOCTHKA U JledeHHre Ha GoJiecTTa Ha Anuxaimep 4 Apyrd dopMH Ha JIEMEHIHA.
[Iporno3ata Ha 3abonsgBaHeTo: [lpuoHosWTe 3abonaBaHuMAa ca Obp3o-nporpecupaiiu
3a60NABaHUS BUHArK ¢ aTaneH Kpaw, He3aBUCMMO OT TekyluTe yCunus 3a OTKpWBaHe Ha
TepaneBTWYHO CpeAcTBo. [pwxaTta 3a nauvenTh ¢ npuoHoBu 3abonAsaHua e
rnaBHO NnogAbpxawia.

B 1.4. Hay4HH MyOJHKAIMH OT MOC/IEHHTE MeT FOXHHH H MPUJIOKEHA
ouéanorpagceka cupaBka

1.HanuoHa/ieH KOHCEHCYC 32 PaHHA JIHarHOCTHKA U JICHCHHME Ha fosnectra Ha AJxanmep
U ApyrH GopMH Ha AeMEHIHs, anpul 2015.

AJropuTMH 3a pexabHIHTALNA HA 3200JI5IBAHETO

AJ'II'OpPITMI/I 3a pexa6mmTaunx Ha 3a00JIIBaHETO: KOTHUTHBHA pexa6I/IJ'[I/ITaIII/Iﬂ, KOTrHUTHBHA
CTUMYJIaIlys, ICUXOCOUMAIHY HHTEPBEHIINH, NOJKpeEIna Ha OMM3KH K JIHI@, TPHXKEIH CC 3a
OOJIHUTE, M3MIOJI3BAHE HA moanomMarainy TeXHOIOTHH H MOMOIIHHU CPEACTBA,
Heo6GxomuMocTra v HOTp€6HOCTHTe OT creuarIn3upaHa pexa6nnmaum[, B TOBA YHCJIO
(1)I/I3I/IKaJ1Ha, MCpPKH 3a collMaJIHa HHTErpanys, CIICUHaJTHH 06paBOBaTeJIHI/I HYXIH,
HpO(I)CCI/IOHaJIHO OpHCHTHpAHC U npeKBaJm(anauym, ICUXOJIOTHYeCKa ITOMOII 3a NalucHTa




M HErOBUTE OJIH3KH.

B T.4. HAy4HH MyGJIMKALAN OT MOC/IeAHHTE MeT FOHHH H MPUJIoKEHA
6nbauorpagcka cnpaBka

1. Mexpabuan III, PaityeBa M, Crosnosa K, Ilerpoa M, TpaiikoB JI. bonect Ha
AunixaitMep M mpodHIaKTHKA Ha KOTHHTHBHATE HApYICHUA. Menuxkapt 2016.

Heo6x0auMH IEHHOCTH 32 NPOQHIAKTHKA Ha 3a60/1BaHeTo (aKO TAKHBA Ca MPHII0KUMH)

TlefinocTd 32 npoduaakTika Ha 3a6014BaHETO: PaHHOTO M MPABMIHO IMAarHOCTHIUPAHEe H
edeHne 61 MOTJIO jia [IPOMEHH X0/ Ha NPOrpecHsTa Ha KOTHUTHBHHTC HApYIICHHA. Karo
ce ¥Ma TpEABHI JIMICATA HA Kap/WMHAIHO JICYCHHE, KaKTO H JaHHATE 3a Hayajio Ha
[[ATOreHETHYHUTE MEXaHH3MH MHOTO NpelH MosBaTa Ha MBPBUTE CHMIITOMH, HAIbIHO
0GOCHOBAaH € HMHTepeca KbM OTKpHUBAHE HAa C€(QEKTHBHH CTpaTerdd 3a IIpPEeBEeHIUA Ha
3a6ongBanus, MpoTHyaIy ¢ aemennus (Albert, 2011; Sperling, 2011).

[1:,pBHYHA, BTOPHYHA ¥ TPETHYHA IPCBCHIINA:

MpunoXeH ca hEKTUBHN MEPKIA CpeLLy pasnpocTPaHeHNETo h 3apa3fBaHeTo Ha
npuoHoBuTe 3abonsBaHus, ocobeHo BapuaHT Ha bonecT Ha Kponudena-Akobe npu
npeaasaHe Ha MHGEKUUATA OT XNBOTHU Ha Xopa. Bbnpeku ToBa, WMa TEOPETUYEH PUCK OT
BTOpWUYHA TPAHCMUCUA Ha WHEKUUATa Npu Tosa sabonsBaHe OT YOBEK Ha YOBeK,
HanpUMep Ypes3 KPbB N KPBLBHU NPOAYKTHU, OpraH1 U TbkaHu, Unu 3aMbPCEHU XMPYPrUdecku
WHCTPYMEHTU M MEANLIMHCKM ycTpoicTea. Onucatu ca YeTmpu cnyyaun Ha ToBa 3abonssaHe
3apaseHy Ypes KpbBHU NPOAYKTH, KAKTO U eAvH cnyyait Ha BTOpUYHa MHeKuma 4pes
nnasmeH NPoAYKT.

PuCKOBH (haKTODH, B TOBA UKco U HaKTOPH Ha OKOJIHATA CPe/ia, CKPUHHUHT U JID.

PrckoBHTE (PAKTOPH €€ OTHACAT [0 3apa3siBaHe OT KOHCYMHpAHe Ha HUBOTHHCKO MECO HITH
3apa3sBaHe HA YOBEK OT YOBEK IPH BapHAHT Ha GonecT Ha Kponudena-Akobe.

B T.4. HAYYHH My0AMKALMH OT MOCTAHUTE NET FOHHM H NPHJI0KEHA
oubanorpadceka cupaBKa

Beekes M. Variant Creutzfeld-Jakob disease (vCID) : Epidemiology and prevention from
human to human secondary transmission. Bundesgesundheitsblatt Gesundheitsforschung
Gesundheitsschutz. 2010 Jun;53(6):597-605.

TIpeasioskenusi 3a OpPraHU3alUsA HAa MEIHIHHCKOTO oGciryKBaHe HAa MALHMEHTHTE M 32
¢unaHCHpaHe HA CHOTBETHHTE [CHHOCTH, chofpazeHn ¢ JeiicTBamaTa B CTpaHaTa
HOpMATHBHA ypenoa

[IpeoskeHHs 3a  OpraHu3aiMs Ha MEIMIMHCKOTO obciIyxBaHe Ha _IAlHEHTUTE:
dunaHCHpaHe HA CHOTBETHHTe JIeMHOCTH, CbhoOpaseHH ¢ JeiicTBalmaTa B _CTpaHara
HODMATHBHA _ypen6a, BKIIOYATENHO OOOCHOBAHH NPEUIOKEHHA 3d JIONTBJIHEHUS M
HU3MEHEHH.

OCHOBHHTE IeHHOCTH 3a AHATHO3a U JIeYeHHE Ha 3a00NABAHETO CE OCHIICCTBABAT cboOpasHo
TIPENOPBKATE OT HAIMOHAICH KOHCEHCYC 32 paHHa JMArHOCTHKA H JieueHHe Ha 6onecTTa Ha
Annxaitvep u Apyrd GopMH Ha JIEMEHIHS, alpuil 2015. OCHOBHHTE AHArHOCTUYHH
nponeAypH ca perMOyPCHpaHH OT HAaUMOHAIHATa 3/(paBHa Kaca B paMKuTe Ha OOJHHYCH
npectoil. ChlecTBeHa 9acT 3a AMarHosa u audepeHIHalHa JHarHo3a 3aeMat JIMKBOPHUTE
Guomapkepu  (cHOOpa3sHO  HOBMTE  AHArHOCTAYHH KDHTEPHH), MEIMKO-TeHETHYIHA
KOHCYJITALIUS U TeHETHYHHTE U3CICABAHHS, KOUTO, 33 CHXAICHHC, He ca perMOypCHpaHH OT
HalHOHANHATA 3IpaBHa Kaca. Hue npeniaraMe TE31 H3C/IC/IBAHUA 32 MalHUEHTH C TOBA PAIKO
sa6onsBane na 6b1aT permOypcupans. [IcuxocolnaTHATe HHTCPBCHIMH, [ICHXOJIOTHYECKA
TOJKpena Ha NalieHTa i GIU3KHTE My, OCHIypABAHE HA COIMAIHH YCIYTH U KOOpAWHALMS




Ha 3/lpaBHH 1 COLMAIHY TPHIKH CE TpeJiIara J1a ce OCBIIECTBAT B PAMKHTE Ha IpeIoXKeHaTa
HallHOHAIHA CTpaTerds 3a NHAarHOCTHKA, JICYEHHE M TPIKH 3a NAIMEHTH C AeMEHIUA.
Hammsr ekun npoBesie moapo6HO KIHHHKO-T€HETHYHH npoyuBaHe npu nauueHTH ¢ OT/] u
cpoxnu 3abonsBanus. OTKPHTH Ca MyTalliH B IIPHOHOBHS TeH, NpPEIU3BHKBAILU IPHOHOBH
3ab0JsBaHHUS.

Onucanne Ha ONHTA ¢ KOHKPETHH NMALHEHTH ChC ChOTBETHOTO psaKo 3a0oasBaHe (aKo
HMA TaKbB)

Mexpabuan 11I. KnHHHKO-TeHETHYHH NpoOy4BaHus upu OT/ u cponuu 3a6onssanus. 2016.
JlMcepTaloHHEeH TPYA. o




