EBponericka

KOMUCKA
——

.‘\
e,y European
Qe "\
...'.; V¢ Reference
o

®o0 * Networks

- e mmEmm P

B noaKpena Ha nauueHTUTe
C peaKun, cnabopasnpocTpaHeHn
N CNOXHKM 3abonasaHun

Share.Care.Cure.

30paseonassaHe




NniocTpauma Ha Kopuuata © Esponeickm cbio3

ABTOPCKM NMpaBa BbPXyY CHUMKMTE: CTp. 3 © EBponeiicka kommaua, cTp. S 1 cTp. 18 © ERN EURO-NMD 1 JWMDRC (John Walton Muscular Dystrophy
Research Centre), ctp. 12 © ERN CRANIO, ctp. 13 © ERN EpiCARE, ctp. 17 © The Christie, Man4ecTsp, 06eamnHeHo kpanctso, cTp. 20 © ERN EYE,
St James’s University Teaching Hospital, [ininac, ObeavHero kpanctso, cTp. 23 © ERN GUARD, ctp. 24 © ERNICA, ctp. 33 © Universitatsklinikum
Tubingen (opraHm3aumaTa koopamHaTop Ha ERN-RND), ctp. 35 © ERN TRANSPLANTChild, ctp. 39 © APHP, VASCERN 2015 r. Bcvikm octaHam
cHUMKK © iStockphoto.

3a BCAKO M3M0/13BaHe v Bb3MpoM3BeXKaaHe Ha CHMKM, KOMTO He Ca 3aLlmMTeHn C aBTOPCKMTe NpaBa Ha EBponelickmna Cbio3, TpsbBa Aa ce Mcka
rMo3BOSIEHME AVPEKTHO OT MpUTeXKaTensa(Te) Ha aBTOPCKOTO MPaBo.

Europe Direct e ycnyea, npedHazHa4eHa da 8u nomozHe da Hamepume
omeosopu Ha BbNpocume, Koumo cu 3adasame 3a EsponelicKus cbio3.

EauvHeH 6e3nnarteH Homep (*):

0080067891011

(*) UHdopMaumATa, KaKkTo M NoBeYeTo obarkaaHua ca 6e3nnaTHY (Bb3MOXKHO e obaadaHusaTa
OT Mpexarta Ha HAKOW onepaTopy, OT 06LeCTBEHN TenedoHU 1AM OT XoTenm 4a 6bAaT TakcyBaHm).

HombnHnTenHa nHdopMauma 3a EBponencKkmna Cbio3 MoxkeTe Aa HamepuTe B HTepHeT (http://europa.eu).
Tiokcembypr: Cnyxba 3a nybankaumm Ha EBponeickima cbio3, 2017 1.

Electronic version:

ISBN 978-92-79-65480-0
doi:10.2875/92612

Catalogue number: EW-04-17-100-BG-N

Paper version:

ISBN 978-92-79-65506-7
doi:10.2875/737534

Catalogue number: EW-04-17-100-BG-C

© EBponenckm cbios, 2017

Bb3npov3sexaaHeTo e paspeLleHo npy rocovuBaHe Ha M3TOUHMKA.

Printed in Belgium
OTneyaTtaHo Bbpxy XxapTuis, n3beneHa 6e3 ynotpeba Ha enemeHTapeH xnop (ECF)



o,-;}\ European

'.'.'-..‘:\ Reference
)

000’ Networks

B nogkpena Ha naymeHTUTeE
C peaku, cnabopasnpocTpaHeHu
N CNOXHU 3abonAaBaHuA

Share.Care.Cure.



B TIIOAKpPCIIA HA MATUCHTHTC C PCAKH, cz;aﬁopasupocm‘paHCHn 1 CAOKHHU 33.6OAﬂBaHPK5l

;i c icKus xoMump no 30pa3e0nasﬂaue u besonacrocm na xpaﬂume
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XUNaam naumeHTu we

ce Bb3non3sar’

BumsaHuc AHOprokalimuc, edponelicku Komucap no 30paseonassaHe u be3onacHocm
Ha XpaHume, 30ABAB4, Ye 3Ha4YeHUemo Ha CbmpyodHU4ecmBsomo 8 paMmxkume Ha EC
ACHO NPO/IUYMAaBa BbB BPB3KA C pedKume u crioxcHume 3aboi1a8aHuUs.

KakBOo BABPXHOBU CH3AaBAHETO Ha
EBponeiickure pedepenTHH Mpexu?

YecTo YyBamMe 3a TparndHata Cbaba Ha naum-
eHTM C PeaKM UM CIOMHM HMBOTO3acTpa-
LUaBaLLW 3a60NABaHMSA, KOUTO Ca U3MNPaBeHn
npeA Npeav3BMKaTesICTBa Npu onpeaessHeTo
Ha ToYHa AvarHo3a v Npy 4ocTbna Ao nod-
XOAALLW TEePANN 1 A0 KIMHUYHM eKCMepTHM
3HaHWA. TexHWUTe nekapy He Morat ga UM
MOMOrHAT, Thi KaTo He ca ce COMbCKBAa/IN C
TakMBa Crlyydam v nopaam ToBa naumeHTuTe
ocTaBaT 6e3 neyeHre UM ca NpUHyOeHn aa
TbPCAT B MHTEPHET C HadeaaTa Aa HamepaT
LIeHTBP C HROBXOAMMMTE EKCMePTHM 3HAHWA.

Kax EPM noao6psiBar >kuBoTa Ha

eBponeHnure?

Ype3 EPM naumeHTV C pearm 1 ClorHM 3a6o-
NABAHMA LU MAT Bb3MOMHOCT Aa Ce Bb3Mon3-
BaT OT Hal-A06POTO SeYeHe 1 KOHCyNTaumm,
npegnaranv 8 EC 3a TAXHOTO KOHKPETHO ChC-
TOAHKE. TexH1Te NeKkapu e MMaT 4oCTb 40
Habop OT BMCOKOCTELMaM3MPaHIA Konern oT
uAna Espona.

MMpe3 mepBuA eTan Hag 900 3apasHy nogpasae-
JIEHVA OT MOYTU BCUHKM bPHKABM — YIEHKM Ha
EC, we paboTAar 3aegH0 B 24 TEMATUHHA MPEHKM.
Te Wwe o6xBaHaT LLMPOK HAbop OT CLCTOAHMA, OT
KOCTHM HapyLLeHVa 40 601eCT! Ha KpbBTa, OT
paK npv gelata Ao MMyHHa HeAOCTATBYHOCT.
Te e ynecHAT 4oCTbNa 4o AvarHocTvumpaHe
1 NeYeHVe, KaKTo M LUANOCTHOTO NMpeaocTaBaHe
Ha 0CTBMHO, BUCOKOKAYECTBEHO M MKOHOMMYe-
CKV eDeKTVBHO 30paBeonasBaHe.

Kaksa e poo6aBeHaTa CTOIHOCT Ha CHTPYA-
HudecTBoTo Ha pasHuie EC B Tasu
obaacr?

Mpeasna daxTa, y4e No3HaHWATa U pecyp-
cuTe 3a CneumdnyHM pedKrn CbCToAHNA ca
pasnpbCHaTX B 0TAENHM Abprasw, EC Moxe
[a oCuUrypu 3HaumTenHa gobaseHa cTon-
HOCT, KaTO CBbPME OTALNHUTE efleMeHTH,
06eAMHABANKM EKCMePTHUTE 3HAHWA W OMTU-
MU3MPaMKM CbBMECTHUTE AeNCTBUA Meway
ObPHABUTE UNEHKM.

Hao

900

30pasHu
nodpa3sdesieHus

\

memMamu4HuU mMpexcu



,Humo edHa dvpxcasa
He pa3nosaea cama
CbC 3HaHUAMA u
BB3MOANCHOCMUME 3d
JleyeHue Ha BCUYKU pedKku u
CJZTIONCHU CbCMOAHUA"

BumasaHuc AHOpiokalimuc

HiTo eaHa AbprkaBa He pasnonara cama CbC
3HAHWATA M Bb3MOXKHOCTUTE 3a NeyeHne Ha
BCWYKM PEAKM M CIOMHM CbCTOAHMA, HO Ype3
CbTPYAHWMYECTBO M 0BMEH Ha *KMBOTOCNACA-
BalLW 3HAHWA Ha EBPOMENCKO PaBHMLLE Ype3
EPM MoeM fa rapaHTtvpame, Ye naumeHTuTe
B uesmA EC we uMat goctsn 4o Hai-gobpute
HaUTMYHM eKCMepTHW 3HAHWA.

Kaxsu ca poanre Ha AMIIaTa, y9acTBALIM
B EPM?

[euelumte cvnm 3ag EPM ca goctaBumumte
Ha 37paBHM YCAYrv 1 HAUMOHANHUTE 34paBHn
opraHu. Te nokasear goBepwe, MoemMar oTro-
BOPHOCT 1 UMPaAT Ha-akT1BHA PONA 3a pas-
BUTMETO M GYHKUMOHMPAHETO Ha MpPEXKUTE.,

Ponata Ha KomuncrATa, KakTo e onpegeneHa
B [upektneata Ha EC ot 2011 r. oTHOCHO
npasata Ha NaumeHTUTe Npy TPaHCrPaHUHHO
34paBHO 06C/yKBaHe, e Aa Cb3Aaae paMkata
3a EPM. OcseH ToBa KoMumcumATta ocnrypsasa
cybcvavm 3a nognomMaraHe Ha KoopavHaTo-
pUTe Ha MpeXKn 1 1M NPedocTaBA TexHu4e-
CKUTE CbOPBHKEHMA 38 CBBbP3BaHe B Mpea.

KakBu AOIBAHUTEAHM ACHCTBHS NPEA-
NPHEMATE 32 CIIPABSHE C PEAKHTE U CAOXK-
HUTE 3200AABaHUA?

EPM ca vact oT egHa no-wvpoka crtpaTte-
1A 33 NOBYMLWAaBaHe Ha eQeKTVBHOCTTA, 40C-
TBMHOCTTa M MBKABOCTTA HA eBponenckaTta
34pasHa cucTemMa. EBponenckara Kommensa
NoAKpenaA ObpHaBUTe YNeHKM, KaTo obeaun-
HABA 3HaHWA M eKCnepTeH ONuT, PerncTpu,
OaHHM 1 drHaHCMpaHe. Hue nognomMarame
Hay4HaTa AerHOCT 1 HOBaummTe 1 GUHaH-
Cvpame NPOeKTU 1 CbBMeCTHW AencTeuA. Hue
npeanarame CTUMynM 3a NPOM3BOANTENUTE C

Len paspaboTBaHeTo Ha flekapcTBa cupaum
Y NpeanaraHeTo MM Ha nasapa.

Kaxksu ca HapexAuTe BU 32 ObACIIETO
na EPM?

Hapssam ce EPM aa ocnrypAT KOHKpeTHY pesyin-
TaTV 33 AECETKV XVAQM NaLWeHTV C pedkvi 3abo-
ABaHMA, 3@ Aa MoraT Te Aa Cnpat Aa TbpcAT
OTrOBOPW B TBMHOTO, @ BMECTO TOBA A Ce Bb3-
non3BaT OT Har-A0BpUTE eKCMepTHN 3HaHWA,
HamqHW B EBpoNa, 3a Aa vMart no-Ababr u
30paBOC/IOBEH HVBOT.



CbAabpraHue

XUNAAN NAUMeHTU LWe Ce Bb3MOM3BaT . ...

06La MHOOPMALIMA. . .. o

KakBo npeactaBnABaT eBponenckuTe pedepeHTHM

EPM 3a yepenHonmueBM aHoManmm 1 Hapylerra Ha YHI
(ERN CRANIO)

EPM 3a emmnencma (EpiCARE) ... ... ... ... ... ... ... ...

EPM 3a pakosw 3a601ABaHWA Npy Bb3pacTHUTE
(conmarn Tymopw) (ERN EURACAN)

Bogewata ponA Ha AbpHaBU YIeHKM. . ... ooeo

ERN 3a xematonormuxn 3abonssaqna (EuroBloodNet)

EPM 3a yporeHuTanHu 3abonaBaHna U CbCToAHNUA
(ERN @UROGEN) .. ..o

EPM 3a HeBpoMyckynHM 3abonasanma (ERN EURO-NMD)

EBpona: robaneH LeHTbP 3a BUCOKM MOCTVMKEHMA . . ... ... .. ..

EPM 3a odpTanmonornyHm 3a6onsasanms (ERN EYE)

EPM 3a cuHOpoMu 3@ reHeTUYeH pycK OT pasBuTuve
Ha Tymopu (ERN GENTURIS). ... ... . .

CbTpyaHV4ecTBo B AencTeMe

CBBP3aHM MAPTHBOPY . v e oo e e e e e
EPM 3a cbpaeurn 3abonasanmsa (ERN GUARD-HEART) .........
EPM 3a HacneqcTseHn 1 BpodeHn aHoManmn (ERNICA)

EPM 3a BpogeHn Mangopmauum 1 pefKu MHTenexTyanHm
yBpexaanua (ERN ITHACA) . ... ..

PbroBOogeHe Ha EBponencka pedepeHTHa Mpexa. .. ..........
EPM 3a pecnpatophu 3abonasanma (ERN LUNG) . ............
EPM 3a paka npun geua (xematooHkonorua) (ERN PaedCan) . . ..
EPM 3a xenatonormnynm 3abonasanuna (ERN RARE-LIVER). ... ..

ERN 3a 3a6019BaH1A Ha CbeAVHNTENHTE ThKaHN
1 33 MyCKy/IHO-CKeneTHW 3abonsaaHma (ERN ReCONNET) . ..... ...

HawumoHanH1 NoAUTVKKL 3a peaxm 6onecTu

ERM 3a nmyHooeduumT, aBTOBB3NASMTENHM 1 aBTOMMYHHM
3abonsBaHna (ERN RITA)

EPM 3a HeBponoruuHmn 3abonasaHna (ERN-RND) ... ... ..
EPM 3a KorHM 3abonasanma (ERN Skin). . ....................
EPM 3a TpaHcnnaHTauma npy geda (ERN TRANSPLANT-CHILD) . ..

DoKycrpaHe Bbpxy NMogobpsasaHe Ha pesyntature
3a 34paBeTo Ha NauMeHTUTe: PONATA Ha NMaUMEHTCKUTe
opraHv3aumm

EPM 3a HacneacTseHn MeTabonmtHM 3abonasanma (MetabERN). . .
EPM 3a MynTucncTeMHm BackynapHm 3abonsasanna (VASCERN). . .

OupekTopnAa HA EPM ... o



B IIOAKpPCIIA HA IMMAJUCHTHUTC C PCAKH, CA“IGOP‘JBHPOCTP&HCHH U CAOXKHHU 33.60A}IB3.HPI§I

O6bLwa nHpopmMaums

Pedkume u cnowcHume 3a60198aHUS NPUHUHABAM XPOHUYHU

36pasocnosHu I'I,D05/7€MU u 4ecmo nbmu ca xusomaos3sacmpawasawiu.

PeakuTe 1 cnoxkHWTE 3ab0nABaHMA NpUIM-
HABAT XPOHMYHM 34PaBOC/I0BHM NpobeMn n
YEeCTO MbTY Ca KMBOTO3acTpaLlasaln. Mexay
5000 1 8000 peaku 3abonaBaHnA 3acsrat
exkeHeBMeTo Ha 0kono 30 MaH. gywm B EC.
Hanprmep camo B o6nacTTa Ha OHKoMoM -
ATa uMa 61130 300 pas3nmuHu BUAA peaKu
pakoBu 3abonABaHUA 1 BCAKA roAmMHa Haa
MosoBMH MUAOH Aylum B EBpona ce avar-
HOCTUUMPAT C e4HO OT TAX.

MHOr0 OT X0paTa, 3aCerHaT OT PAOKO W CIIOMHO
CbCTOSAHME, HAMAT A0CTHIM 40 AarHOCTULMpaHe
11 BYCOKOKa4eCTBEHO fiedeHme. EKCnepTHuTe 1
CreLMarm3vpaH1Te No3HaHWA ca HeaoCTaTbYHM
riopaav Mankvs 6poit NaumeHTI.

EC 1 HaumoHanHWTe NpaBuTencTBa ca noenm
AHraXKMMEHT 3a NMoaobpsABaHe Ha AnarHoCTULM-
PAHETO 1 NEYEHMETO Ha Te3M peaKrn U CIIOHKHM
CbCTOAHMA Ype3 NogobpsABaHe Ha CbTPYAHU-
YeCTBOTO M KOOPAMHALMATA Ha eBPONENCKO
paBHMLLIE M Ype3 NognoMaraHe Ha HaumoHas-
HUTe NNaHoBe 3a peaxkuTe 6onectu.

[vpekTtrBata Ha EC ot 2011 r. oTHOCHO
npasata Ha NaumeHTUTe Npu TpaHCrpaHny-
HOTO 34paBeonas3BaHe He Camo No3BOABa

Bb3CTAHOBABAHE HA pa3xoauTe Ha NaumeH-
TWTE 3a leveHVie B Apyra ObpaBa — YeHKa
Ha EC, HO ChLUO TaKka ynecHABa TeXHWA 4OCT b
10 MHdOPMaLWA 0THOCHO 34paBeonas3BaHeTo
1 C TOBa yBEM4YaBa Bb3MOXKHOCTMTE MM 3a
nevenve. Mpe3 2013 r. aMpeKTvBaTa ce npe-
BbpHa B 3aKOHOAATE/CTBO B AbpHaBuTe —
uneHkn Ha EC, 1 TA 13TbKBa 3Ha4eHMeTo Ha
€1eKTPOHHOTO 3ApaBeonasBaHe M BaHOCTTa
Ha onepaTtmMBHaTa CbBMECTMMOCT Ha HaLUWo-
HanH1Te 34paBHM MHGOPMALIMOHHO-TEXHO0-
FMYHW CUCTEMM C OrNef ynecHABaHe obMeHa
Ha MHdopMaumA.

Ha To3n doH, C nogkpenaTa Ha 3apasHaTta
nporpamMa Ha EC, mbpeute 24 eBponenckm
pedepeHTHN Mpern CTapTVpaxa CBoATa e~
HocT npe3 2017 r.

5000-8000

PEOKWN BOJIECTU, BKTIOYUTEJIHO

300

PEJKU PAKOBU 3ABOJIABAHUA, 3ACATAT

30

MJIH. AYLWIN B EC

MHo2o om xopama,
3acez2Hamu om pPAoKo
LU C/IOMCHO ChCMOSHUE,
HAamam docmbn do
ouazHoCcmuyupaHe u
BUCOKOKa4eCcmBeHo
JsiedeHue. Ekcnepm+yume
U cneyuanusupaHume
NO3HaHUSA ca
HedocmammwbyHU nopaou
MasKus bpol nayueHmu.,
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KakBo npeacrtaBnasaT eBpPONencKUTe
pedepeHTHU MpeXxn (EPM)?

Esponelickume pegpepeHmHu mpexcu (EPM) ca supmyanHu Mpexcu,

BK/o4Ysawu aocmaswuuu Ha 3apasHu yciyau om uyana Espona.

Llenma um e da ce cnpasAam CbC C/I0ONCHU UU pedKku 3aboa8aHus
U CbCMOAHUSA, KOUMO U3UCKBAm BUCOKOCNeyuanu3upaHo eyveHue u
KOHUeHmMpuUpaHe Ha No3HaHUA u pecypcul.

3a Aa ce Hanpasw Npernea Ha AvarHosata u
NeYeHVeTo Ha AafeH NaumeHT, KoopaHaTo-
puTe Ha EPM cBuKkBaT ,BUPTYaeH" KOHCUIMYM
0T MeAVLIMHCKM CNeLManiCTy B PasnyHn avc-
LIMMAIMHK, KaTO M3MOoM3BaT cneuvanvsnpana
VMHbOPMALMOHHO-TEXHONOMMYHA NnaTdopma
M MHCTPYMEHTY 3a TenemMeanumHa.

HvKoA gbprkaBa He pasnonara C No3HaHWA
1 Bb3MOHOCTM CaMOCTOATESHO Aa 1IeKkyBa
BCUHKI peaKuM U CI0MHW 3abonasanHma. EPM
npeanarat Bb3MOXKHOCTTa Aa OCUrypAT Ha
nauveHTuTe 1 Ha nexkapute B uenva EC goc-
TN 40 HaN-A06pUTE eKCNepTHW No3HaHWA
1 HaBpeMeHeH 0BMeH Ha *K1MBOTOCNacABaLLM
3HaHWA, 6e3 ga e HeobxoamnMo Aa ce MbTyBa
00 Apyra Abprasa.

MbpBMTe EPM 6Axa ogobpeHn npe3
nexkemepun 2016 r., cneg mbpeata nokaHa
3a NpeAcTaBAHe Ha NpeasoKeHuA npes

tonn 2016 1., 1 6Axa CTapTMpaHy Npe3 MapT
2017 r. BbB BunHioc, KbaeTto ce cberoaxa
TexHuTe yypeguTenHu 3acenaHua. B
CaMOTO Havasno MpexmTe BKo4YBaxa Hag
900 BuCOKOCNeuManmMsnpaHu 3gpasHu
nogpasgeneHus, pasnosoxeHm B 313
60AHMLUM B 25 gbprKaBu UneHKu (nnioc
HopBeerus). 24-te EPM paboTAT no Habop
0T TeMaTWU4YHW BBMPOCK, BKAOYBALLM
KOCTHM 3abonaBaHvA, paxk npu geuarta v
MMyHHa HegocTaTbyHOCT. O4akBa ce npes
cnegsawmTe 5 roguHn EPM ga nosuwat
CBOA KanauwTeT, KoeTo Le 6bae oT nonsa
3a xmnagu nauveHtn B EC, ctpagawm ot
PAAKO MMM CNOMHO ChCToAHME. Bearka rognHa
LL|e Ce opraHmM3mMpaT NoKaHW 3a A4oCTaBYMLM
Ha 34paBHM YCIYrK, KOWTO XKenanaT aa ce
NPUCHEAVHAT KbM CblUecTByBaLLm EPM.

NHuumatmeara 3a EPM nonyyasa nogkpena
OT HAKOJ/IKO Mporpamu 3a GUHaHCMpaHe ot

EC, BKMOUWMTENHO OT 34paBHaTa nporpama,
0T MexaHn3ma 3a cBbp3BaHe Ha Espona m
oT ,Xopu3oHT 2020,

[IbpaBuTe — yneHkn Ha EC, pbKoBOAAT Npo-
Lieca 3a EPM: Te 0TroBapAT 3a Np13HaBaHeTo
Ha LeHTPOBe Ha HaUMOHAHO PaBHULLE; Te
0406pABAT 3aABNeHNAT]; a CbBeT 0T Npea-
CTaBWUTENM HA ObPKABUTE YNeHKM 0TroBapA
3a pa3paboTBaHeTo Ha cTpaTernaTa Ha EC
3a EPM 1 3a ogobpeHue Ha MpesmTe.
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EPM 3a eHOOKpPUHHW
cbcToAHMA (Endo-ERN

PegkuTe eHO0KPUHHW CbCTOAHMA BRDYBAT
TBBbPAe YCKOpeHa, CUHO 3abaBeHa 1v Hernpa-
BW/IHA XOPMOHaTHa AeHOCT, XOpMOHaUTHa pes-
WCTEHTHOCT, PACTeX Ha TYMOPW B eHAOKPUHHM
opraHu1 nm 6onectu
nocneacTsumA 3a eHao-
KpUHHATa cucTemMa.
EnmaemMmonornyHoTo
pasnpocTpaHeHue e
V3KIOUNTENHO pas-
HOpOoAHO — OT ynTpa
peaKku 1 pegkn 4o
cnabopasnpocTpa-
HEeHW CbCTOAHMUA.
MaupeHTnTe cbe cna-
60pa3npocTpaHeHo 3abonABaHe mMorat Aa ce
HY*OAAT OT BMCOKOCMeLMANM3MPaHA MPUMHKN
OT MHOrOAVCUMMAMHAPEH eKuM, PbKOBOAEH
OT eHOOKPUHOSOT.

Endo-ERN e cb3gana ocemM 0cHOBHM TeMaTuiHM
rPYMW, KOUTO 0BXBALLAT LIeNMA CMeKTbP OT BPO-
[OeHV 1 NpraotmnTV CbCToAHMA. Te BKIKOYBAT:
HapyLUeHWA BbB GyHKLMATA Ha Haa6bopey-
HaTa »kne3a, HapyLUeHnAa Npy XxoMeocTasata
Ha Kanuui 1 docdar, HapyLeHVA B NOSI0BOTO
Pa3BUTVE M Cb3PABAHETO, FeHeTUYHW Hapy-
LLUIEHMA HA MTIOKO3HATA M MHCY/MHOBATA XOMe-
0CTa3a, CMHAPOMM 3a FeHeTUYHM eHAOKPUHHM
TYMOPW, HapYLLEHWA B pacTera v CUHAPOMM
3a BPOAEHO 3aTTbCTABAHe, HapyLUeHVA BbB

Endo-ERN uma 3a yesn da npedocrmanu
no-0obpu oua2HOCMUYHU
MpaexmMopuL, /1e4eHue, No-
Ka4ecmBeHU 2pucU U U3MEPUM
pe3y/imam 3a nayueHmume.

- ‘ W ?.‘ E
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bYHKUMMTE Ha xMnodu3HaTa esa v HapyLle-
HVA BBB QYHKLMUTE Ha LUMTOBMAHATA MU1e3a.

EPM Hagrparkaoa nocTeHWATa B paboTata
Ha HAKO/KO CbLLEeCTBYBALLUM eBPOMEnCcKM
MpEeM, BRIIOUMTETHO Ha OHE3W, Cb3AafaeHu
upe3 EBponenckoTo ApyKeCcTBO No eHao-
KpuHonoruAa (ESE) 1 EBponenckoTo gpyse-
CTBO MO AeTcKa eHAoKprHonorna (ESPE), u
Ha oHe3K, pa3paboTeHmr Ypes3 AerHOCTUTe Ha
EBponecKoTo CbTPyAHUYEeCTBO B 06n1acTTa Ha
Hay4HO-TexHM4ecKkmTe n3cneasaHna (COST).

Endo-ERN 1ma 3a uen ga npegoctaBm No-Ao-
6pV AMArHOCTUYHL TPAeKTopWUK, NeveHne,

NO-Ka4eCTBEHW MUK U U3MEPUM pe3ynTaTt
3a NauMeHTUTe C PeAKM EHAOKPUHHM ChCTORA=
HWA Ype3 yNecHsBaHe Ha MHOrOAMCLMMAMHAP-
HOTO W TPAHCTPAHUYHOTO ChTPYAHUYECTBO U
06pa3oBaHue, 1 Ype3 U3CyLIBaHe Ha nauw-
eHTUTE.

KOOPAMHATOP HA MPEMATA

npod. Anbepto M. MNepeipa

Leiden University Medical Center,
Hudepna+dus
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Peakinte 1 cnoxHM 6b6peyH 3abonaBaHna
BK/IOYBAT LUMPOKA raMa BpoaeHu, Hacnea-
CTBEHW 1 MPNA0HUTU HapYLLIEHMA. YCTaHOBEHO
e, Ye Ha-MasTKo 2 MUIMOHA eBponenum ca
3acerHaTtv oT peakv 6b6-

PEeYHM 3a60NABaHNA, KAaTo

npbAMBUTENHO 1 MUMMOH

ca cy4anTe Ha rnome-

pyNoNaTvm 1 OLLe TONMKoBa

Ha BpoAeHN 6bbpeydHn

mandopmaumn. OcseH

TOBa HacnencTBeHUTe

Tybynonatim, Ty6ynomH-

TepcTvUManiHv 3ab0nABaHMA 1 TROMBOTUYHUTE
MVKpPOAHronaTum NpeacTaBABaT peakn 1
YNTPa peaKy 3ab0NABaHNA C BUCOKO KIMHNYHO
3HaYeHve.

CbBpeMeHHNTE AMArHOCTUHM MHCTPYMEHTM
MoraT fa ocurypsT LeHHa nHdopMauma 3a
MporHo3aTta Ha 3ab0/1ABaHeTo M 3a Tepanes-
TUYHMTE BB3MOKHOCTY. [OCTBITHT [0 M3CeaBa-
H1A 0b6aYe He e BceobLLl. [Nopaam 3abassAHe Ha
OMarHOCTULIMPAHETO M IEYEHMETO MHOMO PeaKm
6bbpeYHn 3abonABaHNA BOAAT 40 OTKa3BaHe
Ha 6bbpeyHaTa GyHKUMA.

Tasu EPM wwe ce ctpemn ga nogobpm gmar-
HOCTUYHWTE CTaHOAPTW 1 NeYeHMeTo B uAna
EBpona. Mpeskarta Lie yCTaHoBM KOHCEHCYC Mo
OTHOLLEHVE HA paLMOHANHWTE AMArHOCTUHHN

QITOPUTMM 38 NALIMEHT, KOWUTO MMAT MpM3HALM
1N CUMMTOMM Ha 6bbpeYHI 3aboNABaHMSA, KAKTO
M 10 OTHOLLIBHVE Ha CTAHOAPTHUTE KpUTepPM 3a
FeHeTUYHI M3CIeABaHMA B Cly4alt Ha CbMHe-
HVe 3a HaceaCTBeHo 6bOpeYHo 3aboABaHe.
Cnen ToBa paboTHM MPYMM LU ONpeaensT K-
HYHL MBTEKM 3a TepaneBTUYHO yrpaBeHne
Cnef NpoBexaaHe Ha 3a4b1604eH aHam3 Ha
H/IMYHATE NeYeHs.

Ycnyrute 3a OHnarH KOHCyTaumm Le nogo-
6pAT YNPaBNEHNETO HOBM M Ha CIIOMHM CIy-
Yaw. [JoCTbMbT A0 BMPTYaNeH KOHCUMYM Liie
Ce AOMb/HW OT aAMUHUCTPATMBHM MEPKM 3a
ynecHABaHe Ha MbTYBaHETO Ha NaumMeHT1Te

[0 CreLmanvsmnpani LIeHTpoBe, KoraTo ToBa e
Heobxoammo, B CboTBeTCTBMe C [ypeKTvBaTa
Ha EC 0THOCHO TpaHCrpaHWYHOTO 34PaBHO
obcny:KBaHe 1 PernameHTa 0THOCHO couman-
HaTa cvrypHocT. LLle 6bae paspaboTteHa nope-
avua ot yebrHapy 3a 0by4eHre Ha 34paBHn
cneumanmcTu.



[lobaBeHa CTOMHOCT 3a
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MnauneHTn n cneumnasimcti

[NaumeHTVTe C peaKky U CI0MKHW 3abonABanHmA
MOraT Aa Npexapar roavHn 6e3 AcHa AvarHosa.
Toa MorKe Aa 6bae GpycTprpaLLo 1 06e3csp-
4aBaLLO MPEeXMBABAHE 3a NaumMeHTUTe 1 Tex-
HUTE CeMencTBa. MHOMO OT X0PaTa, *UBEeLLM C
MoA06HN ChCTOAHMA, Ca AeLa, YWMEeTO PasBITVe e
3acerHaTo Cep1o3Ho, AOKATO NMPeMVHaBaT Mpe3
34paBHaTta cMCcTeMa, NMOHAKOrA MOCEeLLABanKM
HAKOJTKO CMeLvanicTv B TbpCeHe Ha anarHo3a.

EPM noBuLaBaT obLecteeHata 1 npodecmo-
HanHaTa MHGOPMMPaHOCT 3a peaxuTe 6onecTu
N YCIOMKHEHWATA Ha JaaeHo 3ab01ABaHe, KoeTo
yBenM4aBa BepoATHOCTTA 3a paHHa M TouHa
AvarHo3a, 1 3a eGeKT1BHO fleveHue, Korato
TOBA © Bb3MOMHO.

MpexuTe NpeactaBnABaT NarGopmm 3a paspa-
60TBaHe Ha HaCOoKW, 06yHeH e 1 croaenaHe Ha
no3HaHuA. EPM Morat ga nognomMarat ronemm
KMHVYHM M3MATBaHWA C LieN NoBMLLIABaHe Ha
pa3brpaHeTo 3a 3aboABaHVIA 1 paspaboTBaHe
Ha HOBW NeKapCTBa Ype3 CbbrpaHe Ha ronam
Habop OT AaHHM OT MaLMeHTW.

EPM gaBaT Bb3MOMKHOCT Ha 34paBHuTe Cre-
LManmcT 4a paboTAT B Mpexa 1 Aa Ce CBbp-
YKaT C eKCrnepTy C NoJobHM MHTEpeTV OT LAna
EBpONa, KOeTO LLe CI0XKM Kpan Ha npodeco-
HasnHaTa 13onauma, Npesa KoATO Ca M3NpaBeHn
MHOIO eKCNepTv Mo peakn bonectw.

/HoBaLmmWTe B 30paBeonasBaHeTo ca noBpaTt-
HWAT MOMEHT B cucTemara ot EPM c pas-
paboTBaAHETO Ha HOBM MOAEM 3a MPUHKM,
pELUeHNA M MHCTPYMEHTW 3@ eNeKTPOHHO
37paBeonasBaHe, 1 MHOBATMBHW MeanLMH-
CKM PELLIeHNA 1 YCTPOCTBA, KOMTO NMPOMEHAT
HauvHa Ha NpeaocTaBaAHe Ha nevenneto. EPM
npeacTaBnABaT MHKybaTopW 3a pPasBUTHETO
Ha UMGPOBM YCNyrv 3a NPeAoCTaBAHETO Ha
BMPTYa/IHW 34PaBHN MPUKM.

EPM e nomMorHar ga ce noBmLwaT MKOHOMM-
nTe 0T Mallaba 1 aa ce ocurypu no-edex-
TUBHO M3M0/I3BaHe Ha PecypcmTe, KOeTo Lie
OKaXKe MOMOMKMTENHO Bb34eNCTB1e BbpXy

Mpexcume
npedcmasia8am
nJaamaeopmu 3a
pa3pabomsaHe Ha
HacoKu, oby4eHue u
cnodesiAHe Ha NO3HAHUSA.

YCTOMYMBOCTTA Ha HaLMOHANHWTe CUCTeMu 3a
34paseonasBaHe. MpexumTe ca ABHa AeMOH-
CTpauuWsA 3a TOBa KaKBO MOXKe Aa MoCcTurHe
conmaapHocTTa B EBpona.
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EPM 3a KOCTHU ol
HapyweHnAa (ERN BOND orse

Pegkunte KOCTHW 3a601ABaHWA BKIOYBAT
HapyLleH1Aa npy GopM1paHeTo, Mogenmpa-
HeTo, pemModeIMpaHeTo 1 OTCTPaHABAHeTO
Ha KOCTW, 1 gedeKTV Npu perynaTopHuTe
MbTULLA Ha Te3u Npoueck. Te BOAAT A0 HUCHK
PBCT, KOCTHW dedopMaumn, 3b6HM aHoMa-
K, 6onKa, GpakTypu 1
yBpeaaHua, 1 Morat Aa
NoBAMAAT Hebnaronpw-
ATHO Ha HEBPOMYCKyHATA
bYHKUMA 1 Xemonoe3arta.

[pu pabomama ¢ nayueHmu
BOND we cvbupa pe3ynmamu,
cpobwasaHu om nayueHmu, U e » i
pa3pabomsa NpakmuYecKU MepKLU. >

ERN BOND obeguHaBa

BCUYKM pPeKM KOCTHM
3abonaBaHnA (BpoaeHu,

XPOHWYHW W C FeHeTUYEeH Mpom3xo[), KOUTo
3acArat XpyLsana, KoctuTe 1 geHTuHa. Mpu
yCTaHOBABAHETO Ha CUCTEMHM MOAX0AN
MpexaTa ce GoKycMpa mbpBOHAYaIHO
BbpXy HeCbBbpLUeHaTa octeoreHesa (Ol),
X-cBBp3aHmA xvnodocdaremmyeH paxut (XLH)
u axoHaponnasumata (ACH) KaTo TUNMYHK
rpyMepu C orne Ha pasnpocTpaHeHue Ha
3a60/19BaHeTo, 3aTpyaHEeHWA NMpY AMarHoCTH-
KaTa 1 yrpaBneHVeTo, 1 HOBOMOABABALLM Ce
Tepanuu, Npeav Aa NpeMyHe KbM no-peaxu
3abonAsaHmA.

Mpw paboTata ¢ naumeHT BOND e cvburpa
pe3ynTaty, CbobLiaBaHm OT NauMeHTH, 1 Lie

pa3paboTBa NpakTUYecKkn Mepky. Mpexara
LLle M3roTBKM HACOKKW, KOMTO Aa AosBedaT Ao
paspaboTBaHeTo W pa3npoCTpaHeHNeTo Ha
Han-go6pu NpakTuKkK. MNpr pa3paboTBaHeTo
Ha HOBW Tepanuu MpexkaTa Lie paboTu 3a
0CUrypABAHETO Ha 6bp3 A40CTHN 40 NPoyY-
BaHWA 3a 3acerHat nauyeHTu.

BOND Lle gage Bb3MOMKHOCT 3a pa3su-
TVETO Ha YMEeHMA Ype3 eeKTPOHHO 34pa-
BeonassaHe v nnarhopm1 3a TenemMeauuyHa,
napasnesnHo C paboTHM MOCELLIeHME, 0By4eHNA
V1 EeMHOCTM 3a pasnpocTpaHABaHe Ha 3HaHe.
Mpex<aTa uma 3a Les 4a Hamasm BpemeTo

3a nocrassAHe Ha AvarHo3a, Aa csefe 4o
MWHVMYM HEeMnoaxoAALLmTe n3cneaBanHums,
[a noBuMLWK TOYHOCTTA Ha AuarHosarta
1 Aa NPeasiorKn HOBW NMPUIOHKKMU NIeYeHnsA
B pamKu1Te Ha 2 40 3 roavHW.

KOOPOAMHATOP HA MPEXXATA
Op. lyka CaHrmnopru

“

MHcmumym no opmonedus ,Rizzoli*,
bonoHa, Umanua



Kak ce ogobpsasat EPM?

[bpasute — uneHkn Ha EC, vrpaat Bogela
poNA Npy oNpeaenAHeTo M pasBUTUETO Ha
eBpOonenckn pedepeHTHU Mpexun. 3a aa
nonyyar cratyT Ha EPM, uneHoseTe Ha mpe-
*KaTa yyacTeaT B MoKaHa 3a nogasaHe Ha
3anABneHns, NybnvKkyBaHa oT EBponerickarta
KomumcnA. ToBa 3anBneHWe ce oueHsaBa oT
He3aBuCKM oleHsaBaly oprad (HOO), KorTo
M3roTBA A0OKNaauV 3a BCeku 3aasuTen. Cneg
ToBa CbBETHT HAa AbprasuTe UneHkmn (COY)
pellaBa ganv ga ogobpu nnm He 3asaBne-
HMeTo 3a EPM.

C[M BrMtOYBa NpeacTaBUTeIM HA BCUHKM Obp-
*KaBu — yneHku Ha EC, nnioc Hopserws, v
Mrpae akTMBHA ponA 3a pa3paboTBaHeTo Ha

, 1080 HOCU Npaxkmu4ecKu
nosi3u No OmHoLeHue
Ha epuxcume 3a
nayueHmume u 3d
yNpas/sieHuermo Ha
Mpexcume”.

B TIOAKPCITa Ha MALTUCHTHUTC C PCAKH, CA360P3.3HPOCTP3.HCHH U CAOXKHHU SS.GOA}[BS.HPU[

cTpaternaTa 3a EPM. C0Y npoabnkasa ga
M3BbPLUBA MOHWUTOPUHI HA YneHoBeTe Ha EPM,
[a OLeHABA 3anABUTENM, KOUTO enaAT aa ce
NPUCHEANHAT KbM CbLLIECTBYBALLIN MPEMM,
1 Oa 00obpsABa 6bAELIM MPEHKN.

[bprKaBn, KOUTO He ca NpeacTaBAABaHM B
nageHa ogobpeHa EPM, morat ga yyacteat
Ype3 A0CTaBYMLM Ha 34PaBHN YCYT, KOMTO
ca onpeeneHy 0T CBOMTE ObpKaBn YneHKM
3a ,acoummpani” uvnm ,CbBMECTHU" Haumo-
HauHM LIeHTpOBe.

Krntouosu Kpumepuu

HacoueHocT KbM mauyeHTUTe
1 PBKOBOACTBO OT KANHNYHN
cneuvanncTn

10 unerose & Hait-manko
8 ObpHaBu

CnnHa He3aBMCMMa OLleHKa

M3mbaHeHve Ha KputepumnTte
Ha MpexaTta \ vneHoBeTe

Moakpena 1 ogobpeHye ot
HaLWMOHAHM OpraHu.

lMpo¢. KamapxcuHa Komyncka-Mo36uak,
KOHCYnMmaHm HeBposio2 u eduH om npedcmasumesnume
Ha Monwa 8 C/Y, 3aa8q8a, Yye ca bunu nposedeHuU
KOHCynmauuu ¢ eKcnepmu U nayueHmu npu
onpedensiHemo Ha cbcmasa Ha EPM. ,Vickaxme da umame

Mpexcu 3a uHousudyanHu obnacmu Ha 3abonaBaHus, 3a
0a 0m20B0pUM HA O4YAKBAHUAMA HA 3aUHMepecosaHume
auya“, 3aa8a8a ms. ,Tosa HOCU NPaKMuU4YecKu nosa3u
Nno omHoweHUe Ha 2puxcume 3a nayueHmume U 3d
ynpasaeHUemo Ha Mpexcume”.

11
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EPM 3a yepenHonmuesu oo
aHOMaMM U HapyLWeHWA  ®¢ s
Ha YHI (ERN CRANIO

BpoaeHuTe 1epenHonmLeBr aHOManuii BRIKH-
BaT Aeua, POAeHM C HeJopasBWTK MK Henpa-
BMIHO Pa3BWTM YaCTW Ha MO3bKa, Yepena
MMM NMUETO, KOMTO BOAAT A0 3HAUUTENHN
bYHKUMOHANHK Npobnemm
1 NCUXOCOLMATHM NMpeau3-
BMKaTencTsa. MaupeHtute
Ce HyXgaAT oT npocne-
AABaHe u fiedeHve oT
parkdaHeTo v 4o 4oCTW-
raHe Ha 3psAna Bb3pacT.
KnnHnyHaTa v obuect-
BeHaTa MHGopMaumA 3a
MHOI0 OT Te3W CbCTOAHWA
e HegocTaTbyHa, a nocTa-
BAHETO Ha AMArHO3a MOXKe [a Ce OKaxke
M3KI0UMTENHO NPean3BMKATeNCTBO.

Ta3n EPM obpblia BHMMaHWe Ha HAKOMKO
NpasHoTV B 34paBeonas3BaHeTo, Kato 3Ha-
UMTEHO PasLLMPABA NO3HaHWATA Ha HOHO-
rnegaqvTe 3a YepenHomLeBmTe aHOMamu.
Mperkata paspaboTsa 0by4nTeNHN KypCoBe
3a pegmua CbCTOAHWA, KOUTO Ca AOCTBMHU
upe3 yebcanT ¢ 0TBOPeH A40CTbIM.

YneHoseTe paboTAT 3aeHO 3a NogobpaBaHe
Ha 06pa3oBaHmMeTo, 0by4eHNeTo 1 13ceaBa-
HWATA B TACHO CbTPYAHMYECTBO C MALMEHTCKN

Mpexcama pa3pabomsa
oby4umerHu Kypcose 3a
peouya CbCmMOoSAHUSA, Koumo ca
docmwbnHU Ype3 yebcaldm
€ omBopeH docmwn.

i &y

opraHv3aumn. Korato He CbLLecTByBaT naum-
EHTCKM OpraHM3aLm, Ce MPOBEeAAT KOHCYN-
Tauum C GOKyCHM rpynm oT naumeHT. ERN
CRANIO oueHsBa BMaa 1 BPEMETO 3a XMpyp-
rMYECKO NeYeHre B y4acTBalmMTe LIeHTPOBe,
3a Aa XBBbP/M CBET/IMHA BbPXY TAXHOTO Bb3-
OencTBMe M Aa CpaBHM Han-A06puTe NpaK-
TVKW B EBpona.

KaTto cbbupa nHpopMauma 3a AbArocpoq-
HUTE pe3ynTaTk OT pPasIMYHUTE CbCTOAHNA,
MpeKaTa LLe MOMOrHe 3a KOHCYTMPAHeTo Ha
nauneHTV U poanTenn, 1 MoXe aa Hacoum

dOKyCa Ha eYeHreTo KbM 06/1acTu, Ha
KOMTO e 06pBbLLIAHO TBbPAE MaIKO BHUMAaHME.
MpeskaTa Lie NoAnoMorHe yCTaHOBABaHeTo
Ha HOBM Kay3aTVBHM reHn Ype3 yBeiyaBaHe
Ha 6pOsA Ha YYaCTHULIMTE B M3CNeA0BaTeNCKN
NpoyYBaHMA.

KOOPAUHATOP HA MPEXXATA

npo¢. UpeHe MaTtuiceH

Erasmus MC: University Medical Center
Rotterdam
HudepnaHdusa
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EPM 3a ennnencuna

EpiCARE

EnnnencuAaTa 3acara Han-mManko 6 MuavoHa
aywm B EBpona. TpagnumoHHKTe NpoTMBO-
ennnenTuYHM Tepanum noMaraT Ha Mexay
60% u 70% oT 3acerHatuTe avua ga
HAMAT NPUCTBNK. 33 NAUMEHTH, CTpadalum
0T peppaKkTopHa enunencms, KIMHUYHaTa
nporHo3a e nowa.

TpaamUMOHHO enunencusaTa ce NeKyBa Kato
CaMOCTOATESHO 3a60/1ABaHe, HO Te3W CbCTos-
HWA BCe M0-4eCTo Ce pasrnexaar KaTo rpyna
0T peaku 1 CNoHm 3abonasaHma. ORPHANET
— NopTaNbT 3a PeaKv 3a60/1ABaHMA U NeKkap-
CTBa CMpauu, CbabpKa 137 HapylleHus, mpuy
KOWTO enunencusaTa e Npeobnaaasalll cuMmn-
TOM; MHOIO MauMeHTX obave ocTaBat Heaw-
ArHOCTMLMPAHM 1 6e3 A0CTHN 40 SieveHue.

Mperata nMma 3a uen: ga ocurypu rmoieH
[OCTBIM M M3M0/13BaHe Ha NMpeaxvpypridecka
OLieHKa M XMPypPrisyeck MeToam Npu enn-
nencus; Aa yBemum AMarHocTMumMpaHeTo
Ha PeaKy NPUYMHK 33 ennnencus; Aa nodo-
6pW YCTAHOBABAHETO Ha MaUMeHTU C NleUnMn
PEeAKN MPUYMHM 33 enuAencus; Aa yBeamndm
[0CTbMNA A0 CreLMa/mM3vipaHi vk 3a peaKu
MPUUMHI, M Aa HACHPYM M3CNedBaHMATA 3a
MHOBATMBHI NIEYEHIA Ha MPULMHUTENTE NPK
PeAKM 1 CIIOMHM enmnencum.

EpiCARE Hagrparkga genHocTTa Ha nnnoT-
HaTta ERN E-pilepsy, KosTo MMalLe 3a uen aa
MOBULLM MHGOPMMPAHOCTTA M AOCTBbNHOCTTA
[0 XMPYPruyecKko neveHre Ha ennnencya
3a BHMMAaTeIHO noabpanHn avua, 1 KoATo
13Mnon3Ba ePeKTUBHO eNEeKTPOHHM MHCTPY-
MEHTU 1 AVNCKYCWA B MHOrOAMCLUMNIMHAPEeH
ekun. Mpexkata EpiCARE, kKoATo BKAO4YBa
AKTMBHM Y4aCTHALM OT MaUMEHTCKM opra-
HW3aumKW, ce CTpeMn aa ysenmudr bpos Ha
naumeHT1Te 6e3 NpucTbnK B EBpona.

Mpexcama EpiCARE ce cmpemu
da ysesnuyu bpos Ha nayueHmume
be3 npucmwnu 8 Espona.

KOOPAUHATOP HA MPEXXATA

npod. XenbH Kpoc

Great Ormond Street Hospital for
Children NHS Foundation Trust,
0ObeduHeHo Kpancmso
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EPM 3a pakoBu 3abonABaHVA .‘:t-‘--‘:

Npy Bb3pacTHUTE
(connanm Tymopm) (ERN EURACAN)

NaeHTnonumpann ca Hag 300 peakm
Tymopa. ERN EURACAN obxBaLla BCUYKM
pefKku CONMUMAHWU TyMOpU
MpWY Bb3pacTHAUTE, KaTo '
rpynupa B 10 gomenHa,
CbOTBETCTBALLM Ha Knacu-
dvkaumaTa Ha RARECARE
1 1CD10. YnpasneHveTo Ha
PeKM TYMOPW Kpue rofieMn
MArHOCTUHHM Mpeav3BMKa-
TeNCTBa, MOHAKOra CbC 3Ha-
YATEeNHV NOCNeACTBUA 3a
Ka4ecTBOTO Ha MMBOT Ha
nauveHT1Te 1 3a 13xoda Ha
3abonABaHeTo. HenpaBnHOTO yrpasneHvie Ha
Te3M NauMeHTV MoXe fa AoBefe CbLLO Taxa
[0 PUCK OT penaric 1 pUcK oT CMbpT.

ERN EURACAN cnogensa MHCTpyMeHTU 3a
Ha-006py MPaKTVKM W YCTaHOBABA pedepeHTHM
LIeHTpOBe 3a pexu B1aoBe pak. OcseH ToBa TA
Cb3/aBa peoBHO aKTyarmM3MpaHy PbKOBOACTBA
3a AMarHoCTMKa 1 TepaneBThYHa KIIMHUYHA
MpaKT/Ka. Mpeara vma 3a ue a 4oCTUrHe 0
BCWYKM Obprasn oT EC B pamkmTe Ha 5 roanHn
1 Aa pa3paboTu cMcTema 3a NpeHacoqsaHe, 3a
[a Ce rapaHTVpa, Ye Han-Manko 75 % ot naum-
eHTuTe ce flerysar B LieHTbp oT EURACAN. TA
Ce CTpemMu 4a noaobpu NpexrBAEMOCTTa Ha

Mpexcama uma 3a yesn oa
docmuzHe 00 BCUYKU Obpicasu
om EC 8 pamkume Ha 5 200uHU

u 0a pa3pabomu cucrmema 3a
npeHacoYsaHe, 3a 0a ce 2apaHMuUpQ,
4ye Had-masko 75 % om nayueHmume
ce niekysam s yeHmvp om EURACAN.

naumeHTuTe, Aa Cb34aae KOMYHMKALWOHHN
WHCTPYMEHTMN Ha BCVYKM €31LM 33 NMauveHTu
1 nexapu, 1 Aa paspaboTi MHOMOHALWMOHAUTH
6a3n AaHHN 1 TYMOPHN BaHKN.

ERN ce ocHoBaBa Ha Beue ChLLeCTByBaLM
KAVHNYHI W 13CNEeA0BATENCKN MPEMKM, KOUTO
YCMEeLHO ca NPOBE/M KIMHWMUYHI M3MUTBAHWA
upe3 EBponelickata opraHmM3aLnng 3a Mcnea-
BaHWA 1 NeveHue Ha paka (EORTC), 1 Ha ycTa-
HoBeHM Hacokm Ype3 EORTC v EBponenckoTo
[PYHECTBO 32 MeAMLIMHCKA OHKomoruA (ESMO).
OcseH TOBa TA Yepn No3un oT paboTaTa Ha

MpEeXu, Cb3aaeHn oT EBPONencKoTo Apyre-
CTBO 3a HEeBPOEeHAOKPWHHM Tymopu (ENETS) 1
oT Mperara 3a pak Ha CbeaVHUTeIHaTa ThKaH
(Conticanet), KaKTo 1 OT HAKOJIKO M3C/1eoBa-
Tenckm npoekTta Ha EC.

KOOPAUHATOP HA MPEXXATA

npod. XaH-UB bneai

Lenmsp ,Léon Bérard",
JluoH, ®paHyuAa
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BogellaTta ponA
Ha AbpHaBU YNeHKU

Mon Byym e npeactasuten Ha HuaepnaHama
B (bBeTa Ha AbprkaBuTe Ynerkn (COY). COY
e 0CHOBHa ¢urypa npu onpeaensaHeTo Ha
6baeweTo Ha EPM 1 npu ogobpasaHeTo
Ha MpeXuTe. ,3aKoHO4aTeNCTBOTO NocoYBa
ACHO, Ye AbprKaBMTe YNeHKM MMaT BogeLla
pona“, 3aABABa ToW. ,HaumoHanHWTe opraHm
ca Te3u, KoMTOo onpeaenaT Aanm KaHanaa-
TnTe 3a EPM oTtroBapAar Ha KputepumTe no
OTHOLLIEHME Ha Ka4ecTBOTO, y4acTMeTo Ha
naumeHTV 1 ynpaBneHreTo".

Cnopep r-H byyM Ha HAUMOHANHO PaBHWLLE
ObpraBuTe CbLIO paboTAT 3aedHo, 3a Aa
rapaHT1part, Ye EPM ca cBbp3aHm aobpe ¢
HaUMOHaNHWUTe 34paBHu CyK6um. ,EPM He
TpAbBa 4a ce NpeBpbLUAT B CAMOTHM OCTPOBM
3a BMCOKM NOCTUMKEHWA, paboTelLm B 13ona-
uma”, TBbpaM Tom. , Te nMat Aobpu Bpb3KM C
HOMHMLM 1 YCAYT A 38 MbPBMYHA NOMOLL, HOCAT
rMon3um 3a MecTHUTe 0BLLHOCTM M nognomarat
nauveHTuTe B uana Espona.”

Pasrnerxgankv B MO-LUMPOK MNaH Bb34encTBuI-
eTo Ha EPM, r-H byyMm 3asABABa, Ye MperunTe
0TBapAT egHa Bb/HyBallla HoBa rnasa B
eBpONencKoTo CbTPYAHNYECTBO B 0bnacTta
Ha 3apaBeonasBaHeTo. Te ca AceH npuMep
3a TOBA KaK AbpKaBuTe YieHKM MoraT aa
paboTAT 3aeAHo, 3a Aa A0HABAT CTOMHOCT
3a rpaxkganure. ,Cnopeg meH EPM morar aa
CNyXKaT KaTo nnathopma 3a paspaboTBaHeTo
Ha MHCTPYMEHTYM 3a eNeKTPOHHO 34paBeonas-
BaHe 1 MoraT Aa NocTUrHaT oLLle no-roaAamMo
CbTPYAHWYECTBO MO OTHOLLEHWME Ha HAKOMU
4ecTo CpelLlaHn XpoHUYHKM 3abonaBaHmaA”,
3aABABa Tou. ,Bede nmame nnatdopma, KoATO
Aa Haarparkgame; ToBa e Bb3MOMKHOCT 3a
ObPHKaBUTE UNEHKN Aa ce cpewlaT 1 Aa pas-
roBapsAT 3a 06LLM NpeaV3BMKaTencTsea B 34pa-
BeonasBaHeTo W Aa MUCAAT robanHo.

Beue umame
naamaeopma, KoAmo oa
Haod2paxcoame; mosa

e Bb3MONCHOCM 3d
ObpHcasume YieHKU

da ce cpewam u oa
pa3208apAm 3a obuyu
npeou3BuUKamesIcmasa B
30paseona3saHemo U da
mucam 2106asaHo”

15
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ERN 3a xematonormyHu 3
3abonAsaHMA (EuroBloodNet) ®¢5%

XemaronormyHnTe 3abonABaHMA BKIKY-
BaT aHOManMM Ha KPbBHUTE KNETKM U Ha
KNeTKWUTe Ha KOCTHMA MO3bK, HA TMMPHUTE
OpraHu 1 KoarynaumoH-
HUTE baKTopwu, U NOYTK
BCWYKM Te ca pedku. Te
Morart ga ce nogpasae-
NIAT Ha LWeCT KaTeropum:
peaku gedexkTn Ha yep-
BEHWTE KPbBHM KNeTKK,
HapyLUeHVA Ha KOCTHWA
MO3BK, peKV HapyLLeHA
B KOArynauvaTa, XeMox-
poMaro3a v Apyru peaxm
reHeTUYHN HapYLLEHWA B CUHTE3a Ha efA3o,
M1ENoVAHN 310Ka4eCTBEHOCTM 1 IMMbOMOHN
3/10Ka4eCTBeHOCTY.

[varHocTvumMpaHeTo Ha peaKm XeMaTonoriHm
3ab0nABaHMA (PX3) U3MCKBA 3HAUMTEHN K-
HWYHM eKCNepTHW MO3HaHWA 1 4OCTHN A0 LLMPOK
Habop oT nabopaTopHW yCyrn 1 0bpasHm
TexHonorum. Tesw 13cieaBaHuaA No3sonAsar
npeLm3Ho KnacudmumpaHe Ha 3abonABaHeTo
CbInacHo KputepumiTe Ha (30 ypes 13non3sanHe
Ha MeayHapoaHM CUCTEMM 3a OLeHABaHe U,
KOraTo e Bb3MOMKHO € Bb3MOMHO, 61IOMapKepy.

Kato ce nmaT npeaBma Tesn U3ncKeaHvA
1 GaKTbT, Ye HAKou PX3 ca MHOro peaku,
4ecTo NbTW AMarHosarta ce Hegornexaa
nnm ce 3abass, 0Cob6eHo Npy No-Bb3pacTHU

B HAKou dbpaucasu ca 8bBedeHuU
NpesaHmMuUBHU Npo2pamu 3d
onpeodesieHuU CbCmOoAHUSA, HO

CbLUeCmBYBa cnewHa Hyxcoa om

XapMoHU3UpaHe 8 obsiacmma Ha

CKPpUHUHeA.

naumeHTV. 4YecTo mbT eYeHNeTo Chbllo e
TPYOHO Nopaan HeobxoaMMmUTe Creumanmsmn-
paH1 MHOPACTPYKTYPU M ERMNK U 3aTpyaHe-
HMATa NPV 4OCTBMNA A0 CreLUMdnYHA nedeHs,
KaTo asloreHHa TpaHCrAaHTaLwWs Ha CTBOSOBM
KNETKM M KoarynauyoHHN GaKTopm.

B HAKOW AbPHKaBM Ca BbBEAEHW MPEeBAHTUBHM
nporpamu 3a onpeaeneHn CbCToAHNA, HO
CblUecTByBa CrellHa Hy»aa 0T XapMOoHW-
31paHe B 0611acTTa Ha CKPUHWHIA.

EuroBloodNet, c onuTa, HaTpynaH 6naroga-
peHve Ha duHaHcvpaHata ot EC EBponeiicka
Mpera 3a peaKku BUO0BE BPOAEHWN aHEMUM
(ENERCA) 1 Ha EBponenckaTta acoumauma
no xematonorua (EHA), we ce ctpemn: ga

noaobpu AocTbna A0 34PaBHM FPUMKK HA
naumeHTw ¢ PX3; ga nonynapmsmpa Haco-
KWUTe 1 Han-[0bpnTe NPaKTUKK, Aa Noaobpu
06y4EHNETO M CNoAeNaHeTo Ha 3HaHWA, Aa
NPeaoHM KNMHUYHM KOHCYATaLmmn B 061actw,
KbOETO NMNCBAT HaLUMOHAHM eKCNepTHM
No3HaHWA; 1 Aa yBenmym 6poa Ha KAMHWUY-
HUTEe M3NUTBaHWA B obnacTTa.

KOOPOAUHATOP HA MPEXATA
npo¢. NMuep OeHo

Assistance Publique-Hépitaux de Paris,
Hépital Saint-Louis,
MNapuxc, ®paHyus
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3260M1BaHNA U CbCTOAHNA  *¢3s!
(ERN eUROGEN)

Pe/JK1TE V1 CIIOMHI YpOreHuTaH 3a601ABaHnA
MOraT [ia M3MCKBAT XMPyPriecka KopeKLms,
YeCTo IMBTW N0 BpeMe Ha HeoHaTaHUA NMeprop
WM B AETCTBOTO. YpyHapHaTa 1 dexanHarta
MHKOHTVHEHLIA Ca CePMO3Ha TEMKECT 3a Neau-
aTpUUHMTE, NOAPACcTBALLMTE 1 Bb3PaCTHUATE
NaLMeHTV. 3acerHaTuTe mua ce HyMaaaT ot
[OMVIBOTHU FPUMKM, MPeOCTaBAHM OT MHOMO-
OVCLAMIMHAPHA eKVMW OT eKCNePTH, KOUTO
MNaHMpaT 1 M3BHPLUBAT OnepaLms, 1 Mpeaoc-
TaBAT MOCTONepaT1BHa Na1xoTepaneBTIHa
1 MCVYXOMOrHecKa nogxpena.

eUROGEN wwe npegocTaBm HACoKM 3a He3a-
BMCMMO OLIEHEHW Hat-006pY MPaKTVKK U Lie
nogobpw cnogenaHeTo Ha pesyntatu. TA we
NpeanoXm 3a MbpBM MbT Bb3MOXKHOCTTA 3a
npociegaBaHe Ha AbAroCpoYHM pesyntatu
3a naumeHTu 3a nepmog ot 15 go 20 rognHm.

Mpeara e cebrpa nHdopMauma n Matepu-
asnu, KoraTo SIMNCBAT Takviea, e pa3paboTsa
HOBW HaCOKW, LLe Cb3AaBa AoKasaTencrsa
3a Han-[obpK MPaKTUKMK, e naeHTudmumMpa
BapuvaLmm Ha NPaxkTuKkK, LWe paspaboTsa
obpaszoBaTesnHn Nporpamu 1 oby4deHus, e
onpeaena AHeBHWA pej 3a Hay4HW 13cnes-
BaHWA B CbTPYyAHWHECTBO C NpeacTaBuTenu

Ha NaumeHTWTe W LWe CNoAens 3HaHWA Ype3
y4acTre BbB BUPTYasHM MHOMOAMCUMNAN-
HapHW ekumnn. o 2020 r. Han-manko 50 HoBK
CneumanncTvi Mo peaky MU CAOMHM yporeHu-
TanHu 3abonABaHuA LWe ca ce Bb3Mnon3Banm
0T cneundnyHMTE Nporpamm 3a obyyeHue
1 cTvneHaun, paspabotenn ot eUROGEN.

Haxpas Mpexara ce CTpeMu KbM HarnpeabK
B MHOBAUWMTE B MEAMLIMHATA M KbM MO0~
6psABaHe Ha AMarHoCTUKaTa 1 NeYeHneTo
Ha naumeHTmTe.

17

TA we npednoxcu 3a Nbpsu

NbM Bb3MONICHOCMIMA 30

NpoC/1e0AaBaHe Ha Ob/120CHOYHU
pe3ynmamu 3a nayueHmu 3a
nepuod om 15 do 20 200uHL.

KOOPAUHATOP HA MPEXATA

npo¢. Kpuctopbp Hennwvn

Sheffield Teaching Hospitals NHS
Foundation Trust,
06eduHeHo Kpancmso
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EPM 3a HEeBpOMYCKY/HM ol
3abonABaHmA
ERN EURO-NMD

HespomyckynHuTe 3abonasanma (HM3) ce mpos-
BABAT OT paHHa [4eTCKa Bb3PacT A0 AbO0K/ CTa-
DVIHW 1 Ce XapaKTepyBMpaT C MyCKy/Ha CabocT
1 CTOMABaHEe Ha MyCKy-
MTe, Ho Morar aa ce
CBbP3aHM 1 C Apyrn
CMMNTOMM, BKOUM-
TeNHo ymopa, 60s1Ka,
BUEMEHeHOCT, C/1enoTa,
TPyOHO MperbluaHe,
3aTpyaHEHo AMLliaHe
CbpAeYHM 3abonsABa-
HuA. Moeyeto HM3 ca
MporpecviBHM 1 BOAAT
[0 VHBaMav3smpaxe,
KaTo HamMa1ABaT MPOObIHKUTENHOCTTA M KaqecT-
BOTO Ha XMBOT.

ChLUecTByBaT 3HAYMTEHN MPOMNYCKA U HECHO-
TBETCTBMA B 4OCTHMNA 0 AMarHOCTMLMpaHe 1
neyervie B EBpona. lonemure npeaynssrkartest-
CTBa NPV N0A06PABaHE Ha Pe3yTaTUTe BRIIOY-
BaT 3abaBAHe Ha MpenpaLLaHeTo OT MbpBUHHA
rPVMKa KbM CMeLmMaiv3vpaH LeHTbP W yrpaee-
HWe Ha Npexoda OT NeavaTpuyHM yCIyrn KbM
YCIYrv 38 Bb3PacTHN.

ERN EURO-NMD obeauHnaBa BofeLy eBpo-
MEeNCKM eKCNepTH, KOUTO OCUrypSABAT Ha NaLm-
eHTUTe JOCTBIN [0 CreLmanm3nupani rpuKmn

Mpexcama uma 3a yesn oa Hamasnu
Bpememo 3a NocmasAaHe Ha duazHo3a
c 409% npe3 nbpsume 5 200uHU, da
NoBULUU U320mMBAHemo Ha duazHo3u ¢
159% u da ysenu4u docmwuna do
NoOXo0ALUU NbMeKuU 3a 30pasHU 2pUXCU.

[ SN

Ypes BMPTYaHM 1 NepCOHaTHM KOHCYTaLmN.
Mperkata nMa 3a Len Aa HaMmanm BpemeTo 3a
nocTaeAHe Ha AvarHo3a ¢ 40 % npe3 nMbp-
BMTE 5 rognHW, Aa NOBULLIM M3rOTBAHETO Ha
avarHo3u ¢ 159% v aa yBenmum gocTwna Ao
noaxXoAALLM MbTEKM 3a 30PaBHN FPUMKN.

OcseH ToBa ERN EURO-NMD e pa3pabotm
HOBW HACOKM W LLIe OCUIYPU Ha 34paBHUTe
crneumanqcTy U naumeHTV nHbopmMauma 3a
Han-[06pV NPaKTUKK 3a cneumndnyHm 3abo-
nABaHuA. CebpaHata 1 opraHm3MpaHa ot
MpekaTta nHbopMaums e 6bae WUPOoKo-
[0CTBIMHA YPe3 MHCTPYMEHTU 3a e/1IeKTPOHHO
3ApaBeonasBaHe. Mpexara, KoATo ce yroBasa

Ha 6oraTo HacNeacTBo, HATPyNaHo B pesys-
TaT Ha ChTPYAHMYECTBO, ChbLLO LLie HaChp4aBa
CbTPYAHUYECTBOTO C MOTeHUMan 3a Noano-
MaraHe Ha pa3paboTBaHeTo Ha Tepanum u
V3B BPLUBAHETO Ha MPOY4BaHMSA, 3@ Aa Ce 0Tro-
BOPM Ha HYXKOMTE HA NaLMeHTUTe.

KOOPAWHATOP HA MPEXATA
npod. Keint bywwébm

The Newcastle upon Tyne Hospitals
NHS Foundation Trust
0b6eduHeHo Kpasacmso
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EBpona: rnobaneH LeHTbp

3d BUCOKN MOCTUHKEHUNA

EBponelickuTe pedepeHTHN Mpexu 3ano4-
Haxa Aa ¢yHKuMoHupar npes mapt 2017r.
Makap Te3n Mpexu Aa ca Bce oLle HoBU U
OCHOBHATa WM Lien ga e nogobpAsBaHe Ha
YKMBOTA Ha Xxopata B EBpona, KouTo »unBeAT
C PeOKN M CIOMHM 3a601ABaHNA, Te e nMat
rnobanHo Bb34encTeme.

EPM e n3non3eat Han-gobpute rnobanHu
NPaKTWKKM, KOraTo CbLIECTBYBAT TakMBa, a
KoraTo MMCBAT, LWe M Cb3aaaar. Mpexure
e gonpuHecar 3a npeBpbLUAHETO HA
EBpona B LeHTbp 3a AelHOCTM B obnac-
TTA HA peAKUTe U CNOMHU CbCTOAHUA.

Hanpumep EPM we ca B gobpa nosvums, 3a
[a V3MbIHABAT HACOKWTE 3a Hal-406py Npak-
TVKW. 3@ CbCTOAHWA, 33 KOWTO He CbLLeCTByBaT
HaCOKM 3a AMarHoCcTMUMpaHe 1 nevexHue,
MpEXMUTE MOraT da MMaT KanaumuTeTa aa pas-
paboTBaT HACOKM 1 HaM-A06pW NPaKTUIKM.

CBLUO Taka CBbp3BalKM ercnepTy 1 naum-
eHTW, EPM nmat noteHumana aa ynecHasar
KMMHWUYHUTE NMPpOoyYBaHMA 1 TECTOBUTE Tepa-
NeBTUYHN MHTepBeHUMM. ToBa LLie M NoCTaBm
Ha YenHo MACTO MpW MHOBaLWMTE B peavua
06/1aCTK, CBbP3aHW C peakmTe 3ab0NABaHMA.

MogensT Ha EPM Moxke Aa ce npesBbpHe B
npumep 3a Apyru. MogepH1Te MHCTPYMEHTM
3a efIeKTPOHHO 3paBeonasBaHe, pa3pabo-
TEHM B MOMOLL| Ha TPAHCrPaHMYHOTO CbTPYA-
H14ecTBO B EBPOMA, MoraT ChLLUO TaKka Aa MMat
noTeHUMana Aa HacbpyaTt MexkayHapoAHOTO
CbTPYAHMYECTBO, MOA0bPABaNKM 40CTbNA A0
30PaBHM MRV

EPM we uznonzsam
Hali-dobpume 2r0banHu
NPAKMUKU, Ko2amo
CblLWecmsysam makxusa,
a Koeamo suncsam, e
2u cb30adam.
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EPM 3a opTanMonornuHm - o=is
3abonasaHuA (ERN EYE) 0o

Pegkute opTanmonornyHu 3abonAaBaHns
(PO3) ca ocHoBHa MpU4MHA 3@ HapyLUeHVA
B 3pEHMEeTO W1 cne-
noTa cpeq geuata w
MNaguTe Bb3pacTHM
B EBpona. Hag 900
pegkun odTanmono-
rmyHM 3abonaABa-
HMA Ca BNMCaHM B
rnopTasna 3a peaku
3abonABaHnAa u
neKapcTBa cMpaum
(ORPHANET). Te
BK/IIOYBAT NO-4ecTo
cpellaHv 3abonaBa-
HWA, KaTO MMrMEeHTO3a Ha pPeThHaTa, KoATo
ce cpeway 1 Ha Bcekn 5000 aywum, KakTo
1 HAKOM MHOIO peKM CbCTOAHNA, ONMCaHM
Camo BeHBbK MM ABa MbTX B MeaMUMHCKaTa
nmTeparypa.

ERN EYE pa3rnexkaa Te3v CbCTOAHVA B YeTVpK
TeMaTu4HV Fpynn: peaky 3abonAsaHma Ha
peTuHaTa, HeBpoohTAIMONMOrMYHN peaKm
3abonAsaHuA, NeanaTpuHHK 0QTanMoNornqHM
peakv 3a60/1ABaHWA 1 PeaKM1 NpeaLlecTsaLm
YaCTUYHW CbCTOAHMA.

OcBeH ToBa WeCT MHTepaAMCUMNIN=-
HapHW paboTHM rpynu ce 3aHMMaBaT C

OcHosHama ues Ha Mpexcama e
pa3pabomsaHemo Ha BUPMYyasHa
RAUHUKG, u3BecmHa kamo EyeClin, 3a da
ce ocu2ypu onmumMasHo obxaalyaHe Ha
pedKkume opmasiMosio2u4HU 3a60198aHUSA
U da ce yrecHU mpaHc2paHUHHOMOo
pa3npoOCMpaHeHUe Ha eKCNepMmHU NO3HAHUS.

BBNPOCK, 06LLM 33 YETUPUTE OCHOBHM TEMM.
[onbnHuTeNHM paboTHK rpynn ce GoKycm-
pat Bbpxy cneumdunyHn 06n1acTm, BRIOY-
BaLLM reHeT1YHN 13CneaBaHnaA, perncTpu,
M3CnedBaHuA, 0bpasoBaHmne, KOMyHMKaLMm
1 NauMeHTw.

OcHoBHaTa Lien Ha Mpexarta e pa3paboT-
BaHeTO Ha BUPTYya/iHa KMHKKA, 13BeCTHa
kato EyeClin, 3a ga ce ocurypy onTMMasnHo
obxBalllaHe Ha pegruTe 0bTaIMONorNyHN

3a601ABaHMA 1 Aa Ce ynecHW TpaHcrpa-
HWMYHOTO Pa3NPOCTPaAHEHWEe Ha eKCNepTHM
NO3HaHWA.

KOOPOAUHATOP HA MPEXATA
npod. XeneHe fondyc

Hépitaux Universitaires de Strasbourg
OpaHyuAa
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EPM 3a cuHapomm 3a

reHEeTUYEH PUCK OT pasBUTHE
ERN GENTURIS

Ha TyMOpM

CvHAPOMUTE 3a reHeTUYeH PUCK OT passu-
TMe Ha TYMOPW Ca HapyLLEHWA, MpW KOUTO
HacnegeHn reHeTuYHu
MyTaLmm NOparkaar 3Ha-
YnTenHa npegpasno-
IOXKEeHOCT Ha gajenu
vua KbM pasBuTmeTo
Ha TyMopwW. PUCKBT 3a
pasBMBaHe Ha pak npes3
KMBOTA MOXKe Ja 6bae 4o
100 9%. Bbnpekn ye nma
ronaMo pasHoobpasve
npy OpraHHUTe CUcTeMu,
KOWTO MoraT da 6bAar 3acerHatu, xopaTa,
3acerHatv oT Te3n CbCTOAHMA, Ca M3MPaBeHM
npes cpoaHW Npeavi3BMKaTencTea: 3aba-
BAHE Ha AMarHo3ara, mMnca Ha npeseHumA 3a
nauveHTV 1 34paBv POAHNMHW, Y HeNpPaBWIHO
neyeHve. B MOMeHTa ca AMarHoCTUUMpPanm
camo 20—30% oT xopaTa CbC CMHAPOMM
3a reHeTUYeH pUCK OT pPasBMTMEe Ha TYMOPW.

ERN GENTURIS paboTu 3a nogobpsasaHe Ha
NAEHTUOMLMPAHETO Ha Te3u CMHAPOMM, 3a
CBeXAaHe 40 MYHAMYM Ha BapyauumnTe B Kiv-
HUYHMTE pe3yNTaT, 3a U3roTBAHE U 134aBaHe
Ha HaCoKw, 3a pa3paboTBaHe Ha perncTpu un

B momeHmMa ca duaz2HocmuyupaHu
camo 20—30% om xopama cbC
CUHOPOMU 30 2eHemu4eH pucK om
passumue Ha mymopL.

61obaHKK, 3a NoarnoMaraHe Ha u3cieaBaHn-
ATa 1 3a NpeoCcTaBAHe Ha NoBedye NMpasa Ha
naumeHT1Te. Mpexarta e obpasoBa 06LecT-
BEHOCTTa M 34paBHUTE CNeUManmcTm, 1 Le
HaCbp4M CroAeNAHeTO Ha Hal-A06pY Npak-
TMKK B Usina EBpona. JoCcTbMbT 40 MHOro-
ONCUMNAMHAPHW FPUAKMA Lie ce Noaobpu C
HOBW MO/ 1 CTaHAAPTY 3a CNoAessaHe v
06ChHAAHE Ha CI0KHM CyYan. MperkaTta
noBMLLIABAa Ka4ecTBOTO M NMoA06PABA ThIIKY-
BaHETO Ha reHeTUYHWTE M3CNeBaHNA, a Taka
CbLLO M yBENMYaBA y4acTMeTo Ha nauyeH-
TUTE B MPOrPamm 3a KIMHUYHM NPOyYBaHMA.

\

ERN GENTURIS we cv ceTpyaHnum ¢ apyru
EPM c uen nogobpsaBaHe Ha rpukmnTe 3a
naumeHTUTe CbC CMHAPOMM 3a reHeTuYeH
PUCK OT pasBuTMe Ha TYMOPW, KOUTO Pa3Bu-
BaT CbCTOAHWA, KOWUTO MONaAaT B PaMK1Te Ha
eKCNepTHUTE MNO3HaHWA Ha Apyra Mpexa.

KOOPAUHATOP HA MPEXXATA

npo¢. HukonuHe Xyrepbpyre

Radboud University Medical
Center Nijmegen
HudepnaHdous
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CbTpyaHM4YecTBO B OenCcTBUe

MHdopMaLmioHHmTe TexHonorum (UT) v HCTpy-
MEeHTUTE 3a efIeKTPOHHO 34paBeonasBaHe
MOrar Aa vrpanT LieHHa ponA 3a ynecHABaHe
Ha CbTpyaH4ecTBoTO. EPM ca cebp3anm ypes
cneumanvmpana T nnatdopma, nocpea-
CTBOM KOATO MPEMOBMAT KOOPAMHATOP MOXKE
[0a CBVKBA ,BMPTYASTHW" KOHCUIMYMM OT Meau-
LIMHCKM CNeLmMasmeTy, KaTo 3a npernes Ha CbC-
TOAHMETO Ha NaumeHTa C Len onpedensaHe Ha
[OMarHo3a 1nm neYeHmre ce 13non3Bar MHCTPY-
MEeHTV 3a TenemeavumHa. ToBa No3BonABa
Ha 34paBHUTE CNeumanmcTy, KoMTo gocera
Ca pasmexaan peaKu 1 CI0KHW Cryyam B
1301aumA, 4a Ce KOHCYNTUPAT C Konern 1 aa
TbPCAT BTOPO MHEHMWe OT Konerw. LienTpanHa
XapaKTepUCTVKa Ha Te3n MHCTPYMEHTY e one-
paTVBHATA CbBMECTUMOCT.

CBbp3aHu

EPM mnmat 3a uen ga ocvrypAasart LeHHa
nobaBeHa CTOMHOCT 33 BCUYKN ObprHaBy —
uneHkm Ha EC. MpnnoxknmoTo 3akoHoaaten-
CTBO M03BO/1ABA Ha A bpPXaBMK, KOUTO He ca
npeAacTaBeHu B gageHa ogobpeHa EPM,
[Aa y4acTBart Ype3 4oCTaBYMLM Ha 34PaBHU
YCNYri, KOUTO Ca onpeaeneHy oT CBoMTe Abp-
YKaBW YNeHKM 3a ,acoummpani’ umnm ,coes-
MeCTHN" HAUMOHATHW LIEHTPOBE.

bnarogapeHue Ha TexHonorunTe reorpaduAta
BeYe He e bapuepa 3a paboTaTta B exkmnu oT
pascrosaHme. B HAKoW ciydan TeneGoHHuTe
pasroBOpu WK BUAEOPa3roBopuTe ca 4oC-
TaTbyHW. [pyn Apyrv 06CTOATENCTBA MPeMMTe
Morat Aa v3non3sar cneumanvsnmpany cnc-
TeMK 3a CNoAeNAHe Ha ThKaHHW NPobu 1u
Ha 1306parkeHnA C BUCOKA pasgenurenHa
CMOCOBHOCT Ha COMHM CbCTOAHMA. Tesn Tex-
HOMIOMMM MOraT ChLLUO TaKa Aa ce 1M3non3sat
KaTo XpaHunumLLe 3a ciyyanm 1 Te nomarat
[a Ce 13roTem ronAaMa baHKka oT Ciyyam 3a
[OOMbHUTENHO NPoyYBaHe.

Hanpumep cneq Kato NatonornyHu unm
PEeHTreHoNorMyYHM AanHn 6baat cnoge-
NIeHW CUrYPHO, YleHOBETe Ha MpekaTa

NapTHLOPU

OcBeH TOBa AbpKaBUTE YeHKM Morat ga
peLlaT Aa onpeaenaT HauMoHaneH Koopam-
HaLMOHEH LIeHTbP, KOMTO Aa 0CbLUecTBABa
Bpb3Ka C BCWYKM EPM. CbBeTHT Ha Abpra-
BUTE YneHKkn Ha EPM yctaHoBsBa obulata
paMKa 3a onpeaensaHe U MHTerpMpaHe Ha
Te3u B1AoBe LeHTpose B EPM. Bbnpeku ToBa
e 0cobeHo BaXKHO onpeaenaHeTo Ha CBbp-
3aHW NapTHLOPW OT ObPHABUTE YNeHKM Aa

Morat Aa BNA3aT, Aa pasrneaar n3obparke-
HVATa 1 Aa NPaBAT KOMEHTApW B 3aTBOpeHa
Cpega. JlerkyBalUMAT nexrap Npogb/iKasa Aa
HOCK OTrOBOPHOCT 3a CBOWTE MaLMEeHTH, HO
MOXKe ga m3non3sa EPM kato ueHeH 1 none-
3eH pecypc.

bnazodapeHue Ha
mexHoi02uuUme
2eoepaguama se4e He e
bapuepa 3a pabomama 8
eKunu orm pa3cmosHue.

Ce M3BBbpLUBA Ype3 OTKPUTK, MPO3padHm u
YCTOM4MBM NpoLieaypw.

[MbpBWTE CBBP3aHM NapTHEOPK Ceadsa Aa
6baaT NPeanoKeHM 0T HAKOM OT AbpHaBUTe
ufeHKn 4o Kpaa Ha 2017 T.
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EPM 3a cbpaeyHun 0o
3a60nABaHNA Osy?
(ERN GUARD-HEART)

PeknTte CbpaeyHu 3a601aBaHNA MoraT Aa
CbIMPOBOMKAAT YOBEKA MPe3 LIeNINA My HUBOT
1 Ca NPearMHO reHeTUYHM. Te3n CbCToaHNA
Ce XapaxkTepu3vpaT C LUMPOK Habop OT CUMI-
TOMM 1 MPU3HALM, KOWTO BapmpaT He camo oT
3abonABaHe 40 3abonABaHe,
HO 1 OT MauUMeHT A0 MaLMeHT.
Bonukm Te31 ChpaeyHy 3a60a-

BaHWA Ca CBBP3aHM C YHUKUTHA HOO/D@UHGL(UFI/’I’IU HO eKcnepimAurme nNo3HaHUA
MOAATIMBOCT KBbM BHE3AMHA U pecypcume, 3a 0ad ysiecHU CbbupaHemo Ha
CMERT 8 MNARA BB3PACT, KORTO 1 10200LICULINAUHAPHU 3HAHUS, KOUMo Lue 6u0am
0OMKHOBEHO HacTbMNBa npn

-, cuCMemMamu3UpaHU U pasnpocmpaHeHu cped

Mpexarta GUARD-HEART e

onpegenuna ciegHuTe Tema-

TWYHK 06NacTV: PamMuNHK eNeKTpreckn bone-
€T, GaMUIHK KapAMoOMMONaTK, BPOAEHM
CbpaeYHM AeGeKTN 1 Apyri peaxn CbpaeyHn
3abonABanHmA. Tesn Temu ce 6asmpar Ha Km-
HVYHWTE HACOKM Ha EBPOMenCcKOTo ApyKecTBO
no kapavonorua (ESC), Ha MexagyHapogHata
Kknacvdurkauma Ha 6onectmte (ICD10) 1 Ha
ORPHANET.

ERN GUARD-HEART ce cTpemn ga nogobpv
KOOpAMHAUMATA Ha eKCNepTHUTE NO3HaHUA
1 pecypcuTe, 3a 4a yaecHn cbbrpaHeTo Ha
MHOFOAUCUMMIMHAPHW 3HAHUA, KOWTO e

ERN GUARD-HEART ce cmpemu da nodobpu

wupokama obLyecmseHocm.

6bAAT CMCTEMAaTM3MPaHM M pasnpocTpaHeHn OMArHOCTVYHM U TepaneBTUYHM NpoLeaypH,
cpe WMpoKaTa 06LLeCcTBeHOCT. KaKTO M 3@ YCTAHOBABAHETO Ha HOBW peaKu
CbpaeYHn 3a60nABaHMA

30paBHX YTy We ce NpeaocTaBaT yupes
06La NNathopma 3a eneKTPoHHO 3apase-
onassaHe. ToBa LLe 0CUrypK NO-LIMPOK A0C-

TN 40 EKCNePTHU MO3HaHVA 3a NaLveHTuTe KOOPAUHATOP HA MPEXATA

M 34paBHUTE CneumnanncTn B UAana EBDOI'Ia.

Ypes HacbpyaBaHe Ha Nno-TACHOTO ChTPYA- npod. Aptyp Yunge

HWYECTBO MEKY eKCMepTHTe, e ce npu- Academic Medical Center, Amsterdam

[OBVAT U CNIOAGNAT HOBU HAYUYHWU 3HAHWA HudepnaHdous
B MOAKpena Ha paspaboTBaHeTo Ha HOBM
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EPM 3a HacnegcTeenu oo
M BPOAEeHW aHoOManm Y

ERNICA

ERNICA ce 3aHm1maBa ¢ BpoaeH1Te Mandop-
Maumm 1 3ab0nABaHMA, KOMTO Bb3HVKBAT
B paHeH eTan OT XMBOTa W U3MCKBAT MHO-
rOAVCUMNAMHAPHM FPUMKM U OBAM0CPOYHO
npocnegsaBaHe, 1 TA NPoy4YBa Npexoda KbM
3pAna Bb3pacT.

MpexaTa e opraHmMsmMpaHa oKkofo Asa
OCHOBHM paboTHM NOTOKA B CbOTBETCTBME
¢ knacndvkaummte Ha ORPHANET 1 ICD10.
EQMHMAT paboTeH NOTOK ce 3aHMMaBa C
MandopmaLmm Ha xpaHocMMnaTenHata cmc-
Tema, a gpyrvAaT ¢ mandopmMaumm Ha anad-
parmMata v KopemHaTa cTeHa. Bbs BTopwiA
paboTeH MOTOK MMa paboTHM rpynK, KOUTO
pasmeraar MandopMauvv Ha XpaHonpoBoaa,
1 rpyna, KoATo paboTy B cdhepata Ha racTpo-
EHTepOOrMYHUTE 1 YpeBHMTE 3ab0NABaHUA.
Taswv rpyna BKIIOYBa CbLUO Taka nNoarpyna,
cneumamM3npaHa B YpeBHU HapyLleHns. BcAka
paboTHa rpyna vma ceov paboTHW Noarpynm
3a cneunduyHY 3a60NABaHKA.

[pn HAKOW OT Te3n peakn 3abonABaHUA
CMBPTHOCTTa MOXe Aa aocturHe Ao 50 %.
ERNICA vma 3a uen ga noBuLLM Ka4ecTBoTo
Ha FPUMKKTE, KOMTO NAUMEHTUTE NOsyYaBar,

[pu HAKOU om me3u pedKku
30b0/198aHUS CMBPMHOCMMA
Moxce da docmueHe do 50 %.

1 @ HaMasv ObAr0CPOYHOTO Bb3AencTeme npeacTaBuUTeNN HAa Apyry Npodecnu, aHra-
Ha Te3u pedKm 3abo1sBaHNA NPy HoBOpoae- ¥MpaHW € noaobpsaBaHe Ha pe3ynTatuTe Ha
HITE. MpesaTa Lie ynecH/ 13CNeaoBaTenckoto naumeHTuTe.

CbTPYOHUYECTBO C Bb3MOMKHOCTTA 33 paspa-
60TBaHe Ha KIMHMYHM HACOKM, OCHOBaHM Ha

[JoKa3atencTsa. [JocThITLT 40 HOBU XVpyprtde- KOOPAMHATOP HA MPEXATA

CKM TEXHWKM M NIeYeHMA CbLLO LLe ce Noaotpu.

npo¢. PeHe BuiHeH

ERNICA e MACTO 3a cpeLua Ha HaLMoHaHu Erasmus Medical Center Rotterdam
naumMeHTCKM acoumaumnm v 6onHorne- HudepnaHdous
[a4m, BKMIOUATENHO MeaMLMHCKIM CecTpu v
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EPM 3a BpoaeHw
MandopmMaumm u
peakn MHTeneKTya Hu
ERN ITHACA

yBpeXJaHuA

Tasn EPM 0beauHsABa excrnepTyi No peaKm Bpo-
[AeHn ManGopMaLmm 1 peaKv HTeNeKTyanHm
yBpexdaHvA. Bpogernte mandopmaumm 3aca-
rat egHo Ha 40 6ebeTa. 3a No-4ecTo cpela-
HUTe MandopMaLMKW, KAaTo HanprMep 3aeLlka
YCTHa, CbLLEeCTBYBAT YTBbPAEHN MPEeXM 3a
34paBHM FPUKK. EKCNepTHUTE NO3HaHWA No
OTHOLLEHVe Ha NO-PeaKknTe ChbCTOAHMA Ca pas-
npbcHaTK B uenva EC. MHoro mandopmaumm
Ce NnoABABAT 3aeJHO KaTo YacT OT ,CvHAPOMM',
CBbP3aHW C aHOPMaseH pacTex, passutme
MM coumanHa agantauma. OnucaHm ca Hag
8000 cuHapoMa, KaTo NoBeYeTo ce NpoA-
BABAT C YeCcToTa no-Manka ot 1 Ha 2 000.

XpOMO30MHUTE HapyLlleHna ca egHa oT
Han-4ecTUTe NpUYMHU 3a MandopMaumm 1
MHTEeNEKTYanHW yBpexaaHua. Hosu nscnea-
BaHWA, KATO HanpVMep eK30MHO 1 FEHOMHO
CeKBeHvpaHe, NogobpABaT BB3MOXKHOCTUTE 3a
[AMarHo3a, Ho He Ca PyTUHHO HaMYHK B HaZ
50 9% oT BMCOKOCNeUManM3vpaH1Te LeHTPOBE.

PaswwmpABaHeTo Ha 40CTbNA A0 Ta3w TeXHO-
norunsa e ko4osa Len Ha ERN ITHACA. OceeH
TOBa MpekaTa pa3paboTBa MHALMATVBK 3a

TenesgpaseonassaHe C BUPTYasiHW MHOMO-
ONCUMNAMHAPHM erknnv OT LeHTpose B EC m
LL|e 1M3M0N3Ba BUPTYASTHM OHNAMH KIMHMKM 33
noaobpsBaHe Ha A40CTbMNa 40 AMArHOCTVIKA,
6e3 ga ce Hanara nauveHT1Te ga nmbryear.

ERN ITHACA e cBbp3Ba B Mpexa poautenn
1 NaumMeHTV 3a paspaboTBaHe Ha Har-a0bpu
MPaKTVKM U L MHMLMMPA pa3paboTBaHe Ha
HACOKM, KOraTo ce V31cKBa. TA Lue YCTaHOoBK Kp-
Tepum 3a MHOOpMaLMA 3a PermcTpy Ha Naum-
EHTW, LLie MoA0bpY 0BbYHEHNETO 3a 34PaBHUTE
CNeuUVaniCcTy 1 L YNecH! 13Cle4oBaTenckata

[enHoCT. MpexkaTa Lie paboTh CbC ChLLEeCTBY-
BalLW MpeM B 0bnacTTa 1 ¢ EPM, ¢ kouto nma
[0MbBALLM CE MHTEPECK, KaTo ChLLEBPEMEHHO
HelHWUTe AeMHOCTY Le MpodbiKaT Aa 6baar
OKyCVpaHM BbpXy NaumeHTUTe.

KOOPAUHATOP HA MPEXXATA

npod. xun KnentbH-CMUT

Central Manchester University
Hospitals NHS Foundation Trust
ObeduHeHo Kpancmso
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PbKoBoaeHe Ha EBponencKka
pedpepeHTHa MperKa

Mpodecop Mrep OeHo, Nnpodecop no xema-
TonorvA B 6onHuua ,Saint-Louis®, Mapu,
®paHumna, pbrosoay EPM EuroBloodNet.
Cnopep npod. ®eHo MperkaTta EuroBloodNet ¢
66 uneHoBe Npeanara 3Ha4uMTeNHW No3m 3a
naumeHT1Te 1 cneumanncTute. Llenta Ha EPM
e [a e OpVeHTMpaHa KbM NnaumeHT1Te 1 aa
noaobpsABa A4OCTbNA A0 34PaBHM FPUKM MU
peKM XemMaTonornyHM HapyLeHma”, 3aABABa
Ton. ,Hve ocurypsaBamMe MHOBATWBHW AMar-
HOCTUYHM METOOM M NeYeHrs 3a LeHTPoBE B
usana EBpona, KouTo MoXe ga He pasnona-
rat C HeObXoAMMUTE eKCMePTHM NO3HAHWA".

Tow 3aABABa, Ye NoaKpenarta Ha AbpraBuTte
YneHKM 1 Ha EBponenckata Komncma npraasa
TEXEeCT Ha MpexkaTta 1 NogobpAsa HemHWA
KanaumTeT 3a pa3npoCcTpaHABaHe Ha HaCoKM.
,OCBEH TOBa HMe BUHKAAMe 3HAYUTEeHN
Bb3MOXKHOCTM 3a MpenogaBaHe Ha 3HaHWA
3a pefKm XeMaTonornyHm 3abonAsaHnA Ype3
CMCTEeMM 3@ HemnpeKbCHATO MeaNUMHCKO
obpazosaHue (HMO)*, nobassa npod. OeHo.

3a NpaKkTUKyBaLLMTe fleKapy exkeaHeBHUTE
Mon3u OT MpexkaTa ce NposABABaT Npu
paboTaTta C pegKku U CAOXKHW Cnydan:
JlekapuTte MoraT da ce KoHCynTMpar cbC
CBOW Kofern oT Apyrn AbpHasu — ToBa
cnara Kpaw Ha 130M1aumaTa, B KOATO roragart

MOHAKOra 3a4paBHUTe CreLManmMcTK, ako HAMaT
[0CTbMN A0 CBOM KOMerun, KomTo mMorat ga
[aaat BTOPO MHeHue".

Mma n apyru noteHumanHm nonsu. Mpodod.
DeHo 3aABABa, Ye CBbP3BaHeTO Ha 6oHMUM
B UAna EBpona Le cb3hage KpuTuyHa Maca
OT NauUMeHTV C peaKkn 3abonABaHUA, KaTo
Taka Le ce Nponpasy MbTAT 3@ KAMHWUYHM
n3cnenBanvA, KOWMTO Npean ToBa He buxa
BN OCBLLECTBUMM.

CBbp3aHMTe N0 TO3M HaYMH 60HMLUM MoraT
CbLLO TaKa Aa CIy*KaT KaTo 3acTbNHMYecka
nnaTdopma, KaTto HacbpyaBaT PasBUTMETO
Ha NaUMEeHTCKK acoumaLym 3a xopa C peakm
3abonABaHWA, 1 NpeanaraT exkcnepTeH NpUMHOC
3a MHOBATMBHM le4eHms. ,AKO MecTeH nekap
NMoMosn CBOATa 60HMLA 3a A0CTbM A0 MHO-
BaTMBHO JIeYeHKe, Hallata Mpexa Moxe Aa
NpeanoXKmn eKcrnepTHO CTaHOBMLLE OTHOCHO
Hay4HaTa 060CHOBKA Ha HOBA MHTEpPBEH-
uma“, 3aaBaBa npod. ®ero. ,Cera nekapute
1 NaumeHT1Te B Tasu 061acT 3HanAT, Ye He
ca camu’.

Jlekapume mo2am oa

ce KoHCyImupam cbC
CBOU Kosieau om opyau
JbpHasu — mosa ciaaa
Kpau Ha u3osayuama,

B KOAmMo nonadam
NOHAKO2a 30pasHUMe
cneyuasucmu, ako
HAamam docmwsbn do

CBOU Kosieau, Koumo
moz2am da dadam Bmopo
MHeHue"



EPM 3a pecnupatopHu
3abonaBanma (ERN LUNG)

CnoxH1Te 6enoapobHn 3abonABaHNA M3MC-
KBAT MHOMOAMCLMMIMHAPHM IPUMKM 33e4HO0 C
ricvxocoumanHa noakpena. Tasm CRomHoCT
MOME [a Ce Ob/IHKM Ha CKPUTUA reHeTUYeH
MexaHW3bM Ha 60M1ecTTa, Ha BTOPUYHM NPOo-
MEHW 1 Ha BpeaaTa, HaHe-
CeHa Ha Apyrv opraHHm
cicTemu. PaHHoTo gmar-
HOCTULMPaHe 1 O0CTb-
MbT A0 CreumanmM3mpani
rpUKM MoraT aa nogo-
6pAT pe3ynTatuTe npu
MHOO OT Te3W CbCTOAHMA.

ERN-LUNG ce 3aH1maBa ¢
peavua peakun v CIOKHN
6e104p0bHMN CbCTOAHNSA,
BK/IIOYBALLUM MOMONATUYHA MySIMOHApHA
dnbpo3a, KUCTOPMOPO3a, HEKUCTOPUOPO3HM
6poHxmerTasmm, PCD, AATD, Me3oTenmoma,
XpoHW4Ha benoapobHa anorpadtHa ANCHyHK-
uma v gpyrv peakm 6enogpobHn 3abonsa-
BaHMA.

Mperata vMa 3a Lien Aa NoBuLLIM eKcnepT-
HW1Te No3HaHWA B LAna Espona, 3a Aa noao-
6pK CTaHOApPTUTe 3a nosiaraHe Ha rpuKK,
Ka4eCTBOTO HA MKMBOT W MPOrHO3UTE MNPy CreK-
Tbpa Ha peakuTe 6en104pobHM 3abonABaHIA.
YneHoBeTe pa3paboTBaT 1 pa3npocTpaHABaT

Mpexcarma uma 3a uen da
NOBULLILI eKCNepmHUIme No3HaHuUs
8 ya1a Espona, 3a da nodobpu
cmaHoapmume 3a Nosia2aHe Ha
2PUXICL, Ka4eCmB0oImo HA HCUBOM
U Npo2Ho3uUme npu cnexkmspa Ha
pedkume beriodpobHU 3a607198aHUA.

B TIOAKPCITa Ha MALTUCHTHUTC C PCAKH, CAaGOPa(inOCTPaHCHl/I U CAOXKHHU SS.GOMBS.HI/I}[

HACOKM 3a NoslaraHe Ha MPUMKK; HacbpyasaTt
06LLM NOAX0AM 33 SIeYeHIe; yBe/MYaBaT TpaH-
CrpaHM4YHMA 0OCT BN 40 AMarHoCTULmMpaHe mn
NeYeHne; MHALMMPAT M noaroMarar permc-
TPU; 1 CbBMPAT 4OCTATHHHO FOfIeMM KOXOPTM
3@ KIMHWYHK NPoyYBaHWs, paspaboTeaHe
Ha flekapcTea 1 NpoyYBaHWA B 061aCTTa Ha
©CTeCTBO3HAHWETO.

ERN-LUNG ocurypaABa Ha naumeHTuTe goc-
TN 40 MEXAYANCLUMNIIMHAPHM eK1nn, 0Cu-
rYPABAVKM BTOPW MHEHWA OHMAMH 3a CII0MHM
cnyyan, 6e3 aa ce Hanara naumveHTUTe Aa

..
.. ®e ‘\
.o

[}

mbTyBaT. ToBa Lie AoBede A0 paswmpsBaHe
Ha OHNaMH cucTemMata 3a eKCnepTHN KoH-
cynTaumm, Cb3aageHa no NMAOTHMA NPOEKT,
durHaHcmpaH ot EC, ECORN-CF.

KOOPAUHATOP HA MPEXXATA
npo¢. Tomac 0.0. BarHep

Universitdtsklinikum Frankfurt
lepmaHuAa
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EPM 3a paka npum geua

(xeMaToOOHKO0rMA)
(ERN PaedCan)

PakbT Npun geuata e pAabK U ce NposnBABa
4pe3 MHOXKECTBO Noasnaose. BcAaka roguHa
20000 geua ce HOBOAMArHOCTMUMPAT B LiANa
EBpona, a 6000 geua
yMMpaT oT paK 1 Tol
0CTaBa BofeLla npuimnHa
3a CMbPTHOCTTA B pe3ysi-
TaTt Ha 3abonABaHuA Npu
Aela Ha Bb3pacT Hag
1 rognHa.

pe3 nocnegnute fgece-
TMNeTnA ce NoBMLLIAaBa
cpegHaTa cteneH Ha
MPErKMBAEMOCT; 3a HAKOM
CbCTOAHMA HANPeObKBLT € ApaMaTiyeH, 40KaTo
3a Apyruv pesyntature ocTaBar KpamHo Hesa-
[0BOSITENTHN. 3HAYMTENHMTE HEPaBEHCTBA Npn
CTeneHTa Ha NpemMBAEMOCT CbLLO NpeacTa-
B/1ABAT Npeav3BMKaTencTeo 3a EBpona, kato
pesyntat1Te ca no-nowm B 3touHa EBpona.

EPM PaedCan paboTu 3a nogobpssaHe Ha
[0CTbNa 40 BUCOKOKa4eCTBEHO 34paBeonas-
BaHe 3a [eLa C paK, Y1eTo CbCTOAHME M3MCKBa
crneumanm3vipaHy No3HaHWA 1 MHCTPYMEHTH,
KOWTO He Ca WMPOKOAOCTbMHM Nopaan Man-
KnA Bpol cnyYam 1 nvncata Ha pecypau. TAa
Hagrparkaa NpeaxoaHnTe NPoeKkTy, GuHaH-
cvpanm o1 EC, ENCCA, PanCare n EXPO-r-Net.

Ypes UT uHcmpymeHmu wie bvoe
peanu3upaHa Mpexca 3a CbBem
no mymopume 8 neduampuyHama
OHKOJ/102US, KOAMO e dade
BB3MONCHOCM 30 cnodesiaHe Ha
eKCcnepmHuU NO3HAHUA U CbBermU.

EPM PaedCan cb3gasa mbTHa kapTa Ha cre-
LUmManmsmpanHnTe LeHTpoBe, 3a Aa NoMOorHe
3a noBuLLaBaHe Ha MHGOPMMPAHOCTTA BbB
Bpb3Ka C TAX Ha 40CTaBYMLMTE Ha 340PaBHM
yCIyr 1 Ha nauveHTtute. Ypes UT nHcTpy-
MeHTU LWe 6bae peanu3npaHa Mperka 3a
CbBET M0 TyMOpUTE B NeamaTpuyHaTa OHKO-
J10rMA, KOATO LLie Aafe Bb3MOXHOCT 3a Cro-
[enAHe Ha eKCNepTHM MO3HaHMA 1 CbBETW.

MpeskaTta Uma 3a Len 4a yBenmuM npesmsae-
MOCTTa MNPV PaK B AETCKA Bb3PAcT 1 4a nogo-
6PV KAYECTBOTO Ha MMBOT Ype3 HaChpyaBaHe
Ha CBTPYAHMHYECTBOTO, M3CeaBaHVATa U 06y-
YEHMETO, KaTo KpaiHaTa Lien e HaManAsaHe

Ha HACTOALUMTE HepaBeHCTBA MpU MPEeXKMBA-
emM0CTTa Ha paKa B JeTcKa Bb3pacT v Npu
BB3MOXHOCTWTE 3a NonaraHe Ha 34paBHu
FPVXM B ObpreaBuTe — uneHkn Ha EC.

KOOPAUHATOP HA MPEXATA
npo¢. Pyt JlageHwanH

St. Anna Kinderspital & St. Anna
Kinderkrebsforschung
Ascmpus
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EPM 3a xenaTtonornyHm ool
3abonasaHMA
ERN RARE-LIVER

Peaknte YepHoapobHM 3abonABaHnA MoraT
[a NPUUMHAT NPOrpPec1BHO HapaHaBaHe Ha
YepHmMA Apob, KoeTo Aa gosede Ao Grbposa
1 UMpo3a. YCNoXHeHNATa oT umpo3a Morat
0a nNpeamsBMKaT CMBbPT M B MHOMO OT CJ1y-
YanTe eaMHCTBEHOTO eheKTUBHO NeveHne e
TpaHcnaaHTaumsa Ha YepeH Apob. Ymopara,
CbpHebT MO KoKaTa Npu XonecTaTmyHm
CbCTOAHWA, 60SIKaTa M NMoAyBaHeTo Ha Kopema
MpY LIMCTUTHM CbCTOAHMA 3HAYUTENHO 3acA-
raT Ka4ecTBOTO Ha MMBOT.

Mpy NeamMaTpuyH1 NaLmMeHT 3a6aBAHeTo
Ha MocTaBAHeTO Ha AuMarHo3a W HeycnexsT
rnpwv onpeaensHeTo 1 NOCTMraHeTo Ha Lien
Mpwv Pas3BUTMETO Ca JOMbAHUTESHI KII0HOBM
baKTopy, 3aeHO C NPeAM3BMKATEICTBOTO 3a
ronaraHeTo Ha MPYMKM Npe3 IDHOLLECTBOTO.

ERN RARE-LIVER pasrnexga Tpu Temu, CBbp-
3aHM CbC 3abonABaHNATa: aBTOMMYHHA Yep-
HOApobHa 6onecT, MeTaboNMTHA HabYHA
atpesviAa 1 CBbp3aHa YepHoapobHa bonecT, 1
CTPYKTYpHAa YepHoapobHa 6onecT. 3a mbpen
MbT B 06/1acTTa Ha YepHoAPObHMTE 3a60-
NABaHMA MpexKaTa e MHTerprpa HambaHo
rPUHKMTE 3a Bb3PaCcTHM M1 3a deua € GOoKyC
BbPXY HYXKAWTE Ha MPEexXoAHUTe Nomnynaumm
M YCNOXKHEeHVATA 3@ cemMencTaara C reHe-
TWYHa AvarHosa.

R
1‘

Pa3paboTBaHeTO Ha aKTyasIHW HACOKM e Mpu-
opuTeT. HacokmTe 3a rpukm Le 6baaT pea-
M3UPaHn B CbTPYAHWYECTBO C EBponenckaTa
acoumaumna 3a u3yvaBaHe Ha YepH1A Apob
(EASL) v EBponeiickoTo Apy<ecTBo 3a negu-
aTpyyHa racTpoeHTeposIorA, XxenaTonorua
1 xpaHeHe (ESPGHAN). ToBa e ce nogno-
MOrHe 0T CTaHAapTM3MPaHeTO Ha K/I4oBM
[NArHOCTWYHN W MPOrHOCTUYHM M3CNeaBaHNA.

MHdopMmpaHoCTTa 3a KIMHMLMCTTE N0 OTHO-
LUeHVe Ha peaKuTe HapyLLeHWA Ha YepHKA

Mpexcama e uHmeapupa
HONB/IHO 2puUXcUMme 3a
Bb3pacmHuU U 3a deuya.

Apob 1 NecHWAT 4ocTbn 40 6bP30 pasBu-
BalLW Ce Bap1aHTX 3a siedeHve npeacta-
BNABAT 3HAUMTEIHM NMpeau3BMKaTeNcTea 3a
npeogonABaHe.

KOOPOAMHATOP HA MPEXATA

npod. fenBua QKoyHC

The Newcastle upon Tyne Hospitals
NHS Foundation Trust,
0beduHeHo Kpasncmso

3a nepsu Nbm 8 obacmma
Ha YepHodpobHUme 3ab0/198aHUS
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ERN 3a 3abonaBaHus Ha o5

Cbe AUHUTESTHUTE TbKaHU o see

1 32 MYCKY/THO-CKeNeTHM
3abonAasaHnAa (ERN ReCONNET)

Tasu Mpera rpyrvpa peaxuTe 3abonasaHms
Ha CbeANHUTENHUTE ThKaHW U pearnTe Myc-
KY/THO-CKeNeTHM 3a6019BaHNs B TpW OCHOBHM
TeMaTU4H1 Fpynu: peaKV aBTo-
VIMYHHW, C/TOMH aBTOMMYHHMN
1 pefKun HacneacTBeHu 3abo-
NABAHWA Ha CbeaVMHUTENHMUTE
TbKaHM U MyCKYNHO-CKeNeTHU
3abonABaHuA.

Mpexcama we nodobpu Hay4HUMe
3HOHUA 3a pedkume 3abo1a8aHUS
HO CbeduHUMmesHUme mbKaHU
U pedkume MyCcKy/IHO-CKesiemHu
30b01AB8aHUS, U LUe yiecHU
Ccb3dasaHemo Ha 2on1emu basu
O0aHHU 30 yCmaHoBABaHe Ha
HOBU KAUHUYHU LU buoio2u4HU
MapKepu 3a nodnomaz2aHe Ha
oug2HoCcmuyuUpaHemo.

ReCONNET mma 3a uen aa nogo-
6pV PaHHOTO AMarHoCTMLMpaHe,
YNpaBfeHNeTo Ha NauyeHTuTe,
npeaocTaBAHETO Ha FPUMKMK
¥ BUPTYyanHMTe OMCKYCUW Ha
KAVHWYHK Cydan B pamKmTe
Ha MperKaTta 1 CbC CBbp3aHn
LieHTpoBe. M3non3saHeTo Ha
MHPOPMAUMOHHN TEXHOMNO-
rm (UT) we ynecHu B3ammo-

1 MepKM 3a KadecTso. [NogobpeHuTe Tepa-
MEBTWYHM MPOTOKOM U MO-TO/IAMOTO y4acTvie
Ha MaUWeHTUTE CbLLO Ca NMPUOPUTETW.

[encTBMeTo Mexay LeHTpoBeTe. Mpexara
Lle Nogobpu Hay4HUTE 3HAHKA 3a PearuTe
3a60/1ABaHNA Ha CbeAVHUTENTHUTE ThKaHW U
peaknTe MyCKyNHO-CKeneTHW 3abonABanHnA,
1 LLe yNecH” Cb3aaBaHeTo Ha ronemm 6asm
[AaHHM 3@ yCTaHOBABAHE Ha HOBW KAMHUYHM

WM BUONOMAYHM MapKepy 3a nogrnoMaraHe
Ha avarHocTMUMpaHeTo.

LLle 6baaT pa3paboTeHn 1 pasnpocTpaHeHn
o6pa3oBaresiHm Nporpamu 3a naumeHTu u
CEMENCTBA, U LLe Ce NPUIOXHKAT HOBW HACOKM

KOOPAMHATOP HA MPEXATA

npo¢. Mapta Mocka

Azienda Ospedaliero Universitaria
Pisana, Umanus




HaumoHa HM NONUTUKU
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3a pegku bonectu

[IbprkaBuTe — yneHkn Ha EC HocAT oTroBop-
HOCT 3a HaumMoHanHaTa 34pasHa NoMTvKa
3a NpegocTaBAHeTo Ha 3apasHyW yayru. Mpes
2009 r. EBpONencK1AT CbBeT Ha MUHUCTPUTE
Ha 34paBeonasBaHeTo! npernopsya Abpa-
BWTE YNEeHKM Aa U3roTBAT 1 peanm3vpar 4o
kpana Ha 2013 r. nnaHoBe nm cTpartermm 3a
rnoAnoMaraHe Ha nauveHTuTe C peakuy 3a6o-
nABaHmA. CbrnacHo npenopbKata nnaHoseTe
Le MMaT 3a uen ga:

PBKOBOAAT M CTPYKTYpMpaT gencTemnAta
M0 OTHOLLIeHWE Ha peaKuTe 3abonABaHuA
B PaMKMUTEe Ha HaUMOoHaNHAaTa 34pasHa 1
coumanHa cmcTema;

WMHTerpvpaT MHULMATMBM Ha MECTHO,
pernoHanHo 1 HauMoHa HO HMBO B
nnaHoBe WM CTpaTervu, 3a 4a ce ocurypm
BCeobxsaTeH Noaxos;

nedHMpaT NPUOPUTETHM AeNCTBMA C Lenn
1 MeXaHV3MK 3a NpocieansaHe.

PeanusupaHeTto Ha HauuMmoHasnHUTe
nnaHOBeICTpaTervm ce nogkpena oT
NpPoOeKTU, pMHaHCUpPaHU MO INHMA Ha

(*)  http://eur-lex.europa.eu/LexU-
riServ/LexUriServ.do?uri=0-
J:C:2009:151:0007:0010:BG:PDF

3apaBHuTe nporpamMum Ha EC. lpes
2009 r. ¢poKycmpaHeTo BBPXY pea-
KuTe 6onectn bele 0THOCUTENHO HOBO
1 MHOBATVBHO B MOBEYETO AbPKaBM YneHKM
1 CaM0 HYeTVpu MMaxa BbBeaeHM HaLWOHaHM
nnaHose. B MoMeHTa 23 gbprKaBu YneHKn ca
npuenu CcBov NnaHoBe/cTpaTernm.

http://ec.europa.eu/health/rare diseases

national plans/detailed bg


http://eur-lex.europa.eu/LexUriServ/LexUriServ.do?uri=OJ:C:2009:151:0007:0010:BG:PDF
http://eur-lex.europa.eu/LexUriServ/LexUriServ.do?uri=OJ:C:2009:151:0007:0010:BG:PDF
http://eur-lex.europa.eu/LexUriServ/LexUriServ.do?uri=OJ:C:2009:151:0007:0010:BG:PDF
http://ec.europa.eu/health/rare_diseases/national_plans/detailed_bg
http://ec.europa.eu/health/rare_diseases/national_plans/detailed_bg
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ERM 3a nmyHogedbumumT, oo N
aBTOBB3MA/UTESNHN U
aBTOMMYHHM 3a601ABaHUA

ERN RITA

RITA obeguHsaBa Boge-
LLMTE eBPOMNencKM LieH-
TPOBE C eKcrepTeH onmT
B AMArHOCTVLMPaHeTo v
NEYEHWMETO Ha PeaKV MMy-
HOMOMM4YHM PA3CTPOMCTBA.
Te cbCTaBnsABaT NOTEHLM-
Q/HO *KMBOTO3aCTpalla-
BalLM CbCTOAHMA, KOMTO
M3CKBAT MHOMOAMCUMNIA-
HapHW MRV YPe3 M3MOo3BaHe Ha KOMMIeKCHa
[MArHOCTV4HA OLIEHKA M BUCOKOCTIELMaIM3VPaH
Teparm. Mpekata pazaens Te3n ChCToAHNA Ha
TPV NoATeMA: MbpBUHeH MyHodeduumT (MIAL),
ABTOMMYHHY PA3CTPOMCTBA 1 aBTOBb3NAUTESHM
pascrponctea. OcBeH ToBa VMa rnogremMa 3a
neaMaTpyYHa PEBMATOSONMA, KOATO 0bxBalla
ABTOMMYHHATA W aBTOBBL3NAMTENHATA MoATeMa.

Tazn Mperka Hagrparkaa pabotara Ha eBponei-
CKUTE Hay4HW SPYMeCTBa, KOMTO ca pa3paboTm
PErVICTPY HA MALMEHT, KIMHHHI HACOKM, M3C1e-
[0BaTeNCk1 CbTPyAHM|eCTBa, 06pasoBaTesHm
[EHOCTV M BOB3KM C MaLMEHTCKN OpraHv3aLim.

ERN RITA paboTu 3a HaManABaHe Ha HepaB-
HOMOCTaBeHOCTTa, NMpes KOATO Ce M3MpaBAT

ERN RITA pabormu 3a HamanssaHe
HO HepaBHoONoCcMaseHocmma, nped
KOSIMO ce U3npassm nayueHmume npu
onuma cu 3a 6ocrmbn 00 UA2HOCMU4HL
U3C/1e0BaHUSA U UHOBAMUBHLU S1eHeHUS,

nauveHT1Te Npuy ormTa v 3a 40CTbM 40 Avar-
HOCTWYHM 3T IeABAHWA U MHOBATVBHM IEHEHNA,
KaTo Hanprmep G1OMOrYHM Tepariv, NoaMAHa
Ha aHTUTeNa, TPaHCNIaHTMPaHe Ha CTBOOBK
KNETKM U reHHa Tepanms.

TA 1Ma 3a Lien a CBbpiKe Beye ChLUeCTBYBaLLM
PEervUCTpy, Aa pa3paboTy 0BLLIOEBPOMNECKM K-
HWYH HACOKW, Aa Cb3aaade paboTHa rpyna no
EeHeTVIKa 32 KOHTPOS Ha KAYECTBOTO Ha TeXHOS0-
VAT 3 CEKBEHMPAHE 0T C1eBaLLIO MOKOMEHVE,
[1a [0roBOpY 06LL MHCTPYMEHT 3a hapMakono-
MYHa 6AMTENHOCT NPV Te3M PeaKN ChCTOAHMA,
na chopmrpa pabotHa rpyra 3a rnpaBuiHoTo
M3Mo3BaHe M MOHUTOPUHIA Ha B1ONOrYH

JIeYeHMA NP MMyHHO-MeaMMPaH 3a609Ba-
HWA, Aa 0beayHM 1 Modobpy TepanumTe CbC
CTBOJI0BM KNETKM M FeHHUTE Teparniiv 3a naLv-
eHTW, Aia HAChp4M CbTPYAHUYECTBOTO MEHIY
NaLMeHTCKV acoLpmaLnn, 1 Aa cbbepe 3aedHo
neavaTpyyHA CNeLmaniicT M CneumaniveTv 3a
BB3PACTHM M0 TPUTE TEMM.

KOOPOUHATOP HA MPEXXATA
npod. AHapio KaHTt

The Newcastle upon Tyne Hospitals
NHS Foundation Trust, 06eduHeHo
Kpanacmso




EPM 3a HeBponormyHu
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3a6onaBaHnA (ERN-RND) ¢35

EBponeickata pedepeHTHa Mpexa 3a HeB-
ponoruyHmn 3abonasanma (ERN-RND) nma
3a LUen ga 0TroBOpM Ha ChbLUecTByBalumTe
Hy*au Ha noede 0T 500000 gywwm, Kmee-
el C HeBPOOrM4HK 3abonABaHnA B EBpona.
[opaam 3HauMTeNnHaTa XxeTeporeHHoCT Ha
deHoTNa ¥ reHoTVNa Ha NauveHTUTe C HeB-
ponornyHm 3abonasaHnsa, 60 % oT 3acer-
HaTuTe BCe oLLe He ca
AVarHoCTMLMPaHW.

ERN-RND ce onuntBa
[a Kopurmpa Tesm nNpo-
MyCKM Ype3 BMpTyanHa
MHOroAMCUMNANHAPHA
KOHCYNTaumA, yBenmya-
BalKku 6poA Ha naum-
eHTUTe B permcTpmre c
209, n ce ctpemn kbM 20 % nogobpaBaHe
Ha pe3ynTaTuTe Ha CilydamnTe — NPOLEeHTbT
Ha NauUMeHTUTe CbC 3aKmioumTeNIHa AnarHosa.
B cuTpyaHvuecTBo ¢ EBponenckarta acouma-
uma 3a mbTeknte n ¢ ORPHANET we 6baar
pa3paboTeHN MbTEKM 3@ MHOMOAMCUMNN-
HapHN FPUHKM.

MpeaTta Hagrparkaa cbliecTByBallata
MHOPaCTPYKTypa Ype3 MHTerpupaHe Ha Habop
OT YCTAHOBEHW MPEXKM 3a HEBPOOMMYHM
3abonABaHua nog wankata Ha ERN-RND

[oseve orm 500000 dywuu,
HcuBeelU ¢ HeBpPosI02U4HU
3abosaB8aHuUA 8 EBpona,
60% om 3acecHamume Bce
oLye He ca ouazHOCMUUUPAHLU.

1 AombaBa GYHKUMOHMPALLM perucTpm 3a
CbCTOAHWA, KaTo 6oMecTTa Ha XbHUHITBH
N aTaKkmA.

B ceTpyaHmyecTBo ¢ EBponenckata mpexa
3a Ka4ecTBO Ha MOJeKyNApHATA FreHeTHKa Lie
6bae paspaboTeHa cxema 3a BbHLUHa OLeHKa
Ha Ka4ecTBOTO 3a CTaHAAPTM3MPaHe Ha KAto-
YOBW AMArHOCTUYHM M3CNeaBaHuA, 3a Aa ce
rapaHTvpa, Ye BCUYKM NaumeHTH e umat
[0CTbN A0 eAHaKBK Bb3MOMKHOCTM 33 AMarHo-
cTvka. ERN-RND e nognomara oby4eHmeTo,

M3cnedBaHNATa M MHOBALMOHHUTE MHTepBEH-
LW, W LLIE rapaHTMPa, Ye MHeHVSTa Ha Naum-
eHTWTE LLe Ce B3eMart Mo BHUMaHMe.

KOOPOAUHATOP HA MPEXATA
A-p XonM lpecHep

Universitdtsklinikum Tiibingen
lepmaHuAa
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EPM 3a KOXHW

3abonasaHmAa (ERN Skin

MHOIO KOXHW CbCTOAHWA OKA3BaT Cepu-
03HO Bb34eNCcTBMe BbpPXy NaumeHTuTe
M MOraT Aa Ce CBbpHaT C PUCK OT pak.
[varHocTmumpaHeTo Ha peaky 1 CIOXKHM
KOXKHM 32601ABaHWA Ce CbCTOW OT Mb/HA
OUeHKa Ha KoxKaTa u
MYKyCHaTa MeMbpaHa,
KaKTO M Ha Opyrn cmc-
TeMU, 1 OT KOKHM Bron-
cun. CaMo ONMUTHKU
[epMaronosn mMoraTt aa
HaMpaBAT pas/mka Mexay
Te3M CI0MHM CbCTOAHNA.
Jlvncata Ha exkcnepTHa
AMarHosa e npedka 3a
nedeHvieTo. ToBa MOXe ga npeactasnasa
OBN60K OU3NHECKM U NCUXONOMMHEeCKM TOBap
3a naumeHTuTe.

Tasv Mpexa obeamHABa BodeLUM eKCnepTu B
0bnacTTa Ha peaKnTe AETCKM KOXHK 6onecTu
1 PEOKUTE KOXKHM 60/1eCTV MPU Bb3pacTHUTE
C Len obMAHa Ha 3HaHWA, akTyanusmpaHe
1 paspaboTBaHe Ha HacoKu 3a Han-[obpu
NpakTukK 1 nogobpasaHe Ha npodecro-
HanHOTO obyyeHne 1 0bpa3oBaHETOo Ha
naumeHTuTe.

Ta uma 3a uen ga noaobpu opraHmnsaumaTa
Ha 34paBeonasBaHeTo C 06eaMHABaHeTo
Ha pecypcu, a Taka Cbllo W ga Cb3aage

LlJe ce nposede 3a0bs1bo4HeHo

COUUATHO-UKOHOMU4YECKO Npoy4BaHe
OMHOCHO UHOUBUAYanHama

mexcecm Ha 3ab0/198aHUAMA.

nnatdopMa ¢ ekcnepT-naTonosuv 3a LeH-
TpanmM3npaHo NpoyyBaHe Ha clangose 1
KonabopaTyBHM AMCKYCAM MO TRYOHM CyYan.
3a BCAKO 06xBaHATO 3ab0/1ABaHe OCHOBHUTE
MHOMOANCLUMNMHAPHM eKMMK LLe BKIYBAT
AepMaTonor, MeanUmMHCKa CecTpa, ncmxo-
10T, CNeumanmcT no reHeTnka, AMeTosnor u
naTosior, KakTo 1 Apyry CneumanicTy npm
HeobXoA4MMOCT.

OcseH ToBa ERN Skin e pa3paboTu perunc-
TPW Ha peaKuTe KOXHK 3abonaBaHua,
KOETO LLe No3BoSM y4acTie B 13c1edoBa-
TeNCKM NPorpamu U KAMHUYHM U3NUTBa-
HWS C 406pe XxapaKkTepu3vpaHy NaumeHTH,

KaKTO M CTUMYNIMPAHeTOo Ha TepaneBTUYHM
M3CNeaBaHna C 4OCTaTbYHO roAMa KoxopTa
oT naumeHTh. CbLLO Taka Le ce nposege
334b160YEH0 COLMANHO-MKOHOMUYECKO MPo=
y4YBaHe 0THOCHO MHAOVMBMAYANHATA TEHECT Ha
3abonABaHMATa.

KOOPAUHATOP HA MPEXXATA

npo¢. KpuctnH bogemep

Assistance Publique-Hépitaux de Paris,
Hépital Necker-Enfants Malades,
OpaHyusa




M geua

—

MNegmatpryHata TpaHcnnaHTauma (MT), KakTo
Ha opraHu (SOT), Taka Ha xeMaTonoeTUYHM
cTBOM0BK KNneTkm (HSCT),
e eguHCTBeHaTa nevebHa
npoueaypa 3a HAKOMKO
peaku 3abonABaHnA.

OnTManHuTe cnegTpaHc-
NNAHTALMOHHM PV M3NC-
KBaT CbrnacyBaHu ycunma
0T MHOrOAMCUMMAMHAPEH
ekun. Cneg TpaHcniaHTa-
LMATa NaumMeHTHTe ce nognaraT Ha XpoHMYHa
VIMyHOCynpecwus, 3a Aa ce U3berHe oTXBbp-
nAHe. ToBa Hanara MOHWUTOPUHI 3a YCO0MK-
HEHWA Cneq TpaHcnaHTaumWaTa, 3a ga ce
VOBIKN NPOABIKUTENHOCTTA Ha MMBOT U
[Aa ce Noaobpm Ka4ecTBOTO Ha *MBOT. ERN
TRANSPLANT-CHILD obeavHsaBa ekcnepTv B
obnactTa Ha MT 1 nocTTpaHcnnaHTaumoHHaTa
rPUXKa, 3a Aa ce NogobpAT pe3yntaTmTe 3a
[euarta v TexH1UTe CemMencTaa.

Mperkata vMa 3a Len Aa HaManm BpeMeTo 3a
XOCMMTANM3auUmMA 1 U3MoN3BaHeTO Ha CI0MKHM
1 ObAroTparHm nevenms. Ta pabotu 3a nodo-
6pABaHe Ha NCcUXoNorM4ecKkUTe MOMOLLHM
yCyrvi Npy Nepyoga Ha Npexod oT AeTCTBO

Mpexcama uma 3a uen
da Hamasiu Bpememao

30 Xocnumanu3ayus u

U3N0/138aHemMo HA C/I0MCHU U

Obs120mMpadiHuU 1e4eHuUs.
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EPM 3a TpaHcnnaHTauua ‘::-‘-.?..\.
ERN X
RANSPLANT-CHILD

KbM loHowwecTBo. TRANSPLANT-CHILD nmMa 3a
Len Aa npefocTaBy HAM-HOBUTE TEXHWKN U

MeauLMHCKK, GapMaKonornyHn 1 Tepanes-
TUYHM gocTnKeHmA. OCBeH ToBa YneHoseTe
ynecHABaT Pa3npoCcTpaHABaAHETO Ha HACOKM
3@ XapMOHM3MPaHW KMHWYHK NPaKTUKN U
3a pa3paboTBaHETO Ha NepcoHaM3vpaHmn
MeAVLMHCKL Fpuism npw T,

TRANSPLANT-CHILD ce onmTtBa Aa HamMam
pasxoamTe, CBbp3aHu C TpaHCNaHTaumMATa,
KaTo HaNpUMep 3a peTpaHCnaHTaums 1 dap-
MaKO0rM4YHI NNeYEHMA, M XapMOHM3MPA Mpu-
HUTe NpUY NeguaTpuYHaTa TpaHCcnNaHTaumaA
C Len cBexkaaHe 4o MMHUMYM Ha pUCKoBETe

OT YCNOXHEHWA Cied TpaHCcnnaHTaumaTa.
Bogelwm eBponencKkmn ekcneptv B obnactta
Ha NeauaTpuYHaTa TpaHCNNaHTauWA paboTAT
3ae[Ho 3a HaManABaHe Ha CMbPTHOCTTA U
60ne3HeHOCTTa, CBbp3aHa C TpaHCnAaHTauma
npu geuara.

KOOPAMHATOP HA MPEXATA

Op. Manoma Xapa Bera

Hospital Universitario La Paz
UcnaHua
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DoKycmpaHe BbpXy nogobpsBaHe
Ha pe3ynTaTuTe 3a 34paBeTo

Ha MayMeHTUTe: ponAaTa Ha
NaUneHTCKUTe opraHm3aymm

EPM ca 3a nauumeHTuTe. [laumeHTcrmTe
opraHmsaumm, n no-cneuyanHo EURORDIS,
MrpasaT akTMBHA PONA B pa3paboTBaHeTo
Ha MpeXuTe nosedye OT AeceTnneTne, Kato
roMarar fJa ce rapaHTvpa, Ye NpruopmuTeTmTe
LLle 6bAaT CBbp3aHK C NoBMLLIABAHE Ha BMCO-
KWUTE KIIMHWYHI MOCTUMKEHNA, NoAobpABaHe Ha
pe3ynTat1Te 3a 34paBeTo Ha NauMeHTUTe 1
NeceH A0CTbIM A0 Ka4YeCTBeHW MPUKM B LANa
Espona. EURORDIS e HenpaBuTencTeeH Cbio3,
OBVIXKEH 0T NaumeHTuTe, NpeacTaBnaBall
733 NaumeHTCKM opraHv3aumm 3a peaku
3abonfABaHnA B 64 bprKaBu.

,Hvie 6axMe Tam nNpwm 3aparkgaHeTo Ha nae-
ATa B paboTHaTa rpyna Ha BUCOKO paBHMLLE
3a 34paBHM YTy Y MEAULIMHCKN FPUMKK,
korato EPM 6Aaxa BKioYeHn B [npeKkTvBaTta
OTHOCHO TPAHCrPaHWM4YHOTO 34paBecna3BaHe”,
CW1 CNOMHA r-H Mat bon3-*OoHCHH, AMpeK-
TOp MO 34paseonasBaHe 1 13cnegoBaresncka
nenHoct B EURORDIS. ,Hue n3mMmHaxme ababr

MbT C AbPraBuTe YneHkn 1 EBponenckata
KOMMICWA, OT 3aparkaaHeTo Ha KoHUenumATa
M NPeBPbLUAHETO M B 3aKOHOAATeNCTBO A0
[EeNCcTBUTeNHOTO Bb3HMKBaHe Ha EPM".

KaTo nocTosAHeH NapTHLOP B HACbp4YaBaHETO
Ha KoHuenuwATa 3a EPM EURORDIS ocury-
pABaLLe y4acT1e Ha NauMeHTV Npes UAnoTo
BpEeMe W1 pasBu CUHO TeXHUYeCKo pasbrpaHe
3a TOBa KakK aHrarkmpaHocTTa Ha naumeHTuTe
B MpeXmTe MoXKe Aa AobaBu peanHa CTom-
HOCT 3a naumeHTuTe.

,MpeunTe nmaT noTeHUmMana ga oTrouBaT
ocesaemu Nos3u 3a NaumeHTUTe C peaKkn u
CNOMHM 3abonABaHuA“, 3aABABa r-H bons-
[KOHCBH. ,EPM we pasyvynaT nsonaumaTa,
B KOATO Ca NMOCTaBEeHW 0BLLHOCTUTE C peaKm
3a601ABaHMA, W LLe 3aN03HaAT NauyeHTuTe
C eKcnepTv B UAna EBpona; Taka naumeHTuTe
LLie MoraT no-6bP30 Aa AocTvraT 4o exkcnep-
TUTE, OT KOUTO Ce HyXOaAT".

,Mpexcume umam
nomeHyuasa oa
OMK/I0YBam oce3aemu
noJi3u 3a nayueHmume
C peoKu U C/I0NCHU
3abon1a8aHUA"



EgHa oT ocHoBHWUTE Non3wv oT EPM 3a naum-
eHTUTe We 6bae TAXHATa CnocobHoCT ga
yCKOpABAT MOCTaBAHETO Ha AMarHo3a 1 aa
Hamanaear bpoA Ha HegMarHOCTULMPaHNTE
WM FPELHO AMarHOCTMLMPaHTE NauUMEeHTH.
-H Bon3-[*OHCHH TBBPAM, Ye MpekuTe Liie
LZYHLLIOXAT AnarHocTnyHaTa oamces”.

3a MHOro peaku 3ab01ABaHVA B MOMeHTa
He CblLUecTByBaT fevenHma. Ho kynTypaTa
Ha y4eHe, KoATo EPM obeuwlaBaT ga cb3-
nanart, We rv npeBbpHe B MHKybaTop Ha
vHoBaumn. Cb3aaBankm NpoCTV MEPKM MO
OTHOLLEHME Ha pe3ynTaTuTe 3a cneumduyHm
3ab60n1ABaHMA, LLe ce Aaae Bb3MOMKHOCT 3a
no-6bp30 MAeHTUGULMPaHe 1 NpunaraHe
Ha ONTUMAaNHV MegNUMHCKNA MAN XMPYPrit-
YecKu MHTepBeHUMK. ,ToBa Le NognoMorHe
006puTe NPaKTUKK, ThiA KaTo YneHoBeTe Ha

B IIOAKpPCIIA HA IMMAJUCHTHUTC C PCAKH, CA2160P213HPOCTP3.HCHH U CAOXKHHU SQGOA}IBKHI/IX

EPM wie ce yuar egHm oT apyru“, obAcHsABa
r-H [I*oHCBH. ,EkcnepTuTe We ca B cbe-
ToAHMe Aa cnogenAT c/iyyau B peasiHo
BpeMe ype3 BUpPTYyasiHM Cpelym 1 ga npe-
rneaart pes3yntaTtv peTpocrnekTUBHO, 3a
[a YCTaHOBAT KaKBo feicTBa Hal-gobpe”.

MauneHTnTe cnnHo ce Hagaear, ye EPM we
MOraT Ja OKaaT peasiHo Bb3AeNCTBMe BbpXy
TexHWA *MBOT: ,Hue BApBame, Ye bnaroaa-
peHWe Ha CNoAeNAHEeTO Ha OMMT 1 eKCNepTHM
MO3HaHWA, MOXEM Aa 13rnos3Bame No-gobpe
CblLLUeCTBYBaLUMTE 3HAHWA M Aa Cb34anemM
HOBW TaKkMBa, 4a MOCTUIHeM 3HauMTeneH
HanpeabK B pe3ynratuTte OT rpuxKuTe 3a
MHOrO peaKku 3a601ABaHVA B paMKMUTE Ha
HAKOSIKO MOAVHM CNeq Cb3aaBaHeTo Ha EPM®,
3aABABa r-H bon3-[KoHCHH. ,Ce2a e MOMeH-
mbm EPM 8a dadam pe3ynmam®.

,EPM wie pazqynam
U30/1aUUAMa, B KOAIMo ca
nocmaseHu obLyHocmume
C pedKu 3ab0/1ABaHUS,

U e 3ano3Hasm
nayueHmume ¢ excnepmu
B UAia Espona; maxa
nayueHmume e Mo2am
no-6mp30 da docmuzam 0o
eKcnepmume, orm Koumo
ce Hyxoaam"
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B TIOAKpPCITa Ha MALTUCHTHUTC C PCAKH, CAaGOpaSHPOCTPaHCHﬂ U CAOXKHHU SQ.GOMBS.HHSI

EPM 3a HacneacTteeHu

MeTabonTHM 3abonAaBaHUA
MetabERN

PegkuTte HacneacTBeHM MeTabonmnTHN 3abona-
BaHus (HM3), kouto ca Hag 700, ca nHanBm-
AyanHo peKm, Ho YecTo
cpewaHy. MHoro meta-
60THM 3aboNABaHNA
MMAT Cepro3HM, NOHAKOra
YKMBOTO3aCTpalLaBaLm
YC/IOXKHEHMA 3a naum-
eHTUTe. Tesn CbCToAHNA
BK/IHOYBAT CMYLLIEHMA BB
BCMYKM OpraHm, Morat aa
3acerHar xopa Ha BCA-
KaKkBa Bb3pacT U U3nC-
KBaT MHOrOAVCUMNAMHAPHO CbTPYAHNYECTBO
Merady Habop OT cneumanmcTi.

PaHHOTO AvarHoCTVLVpaHe Moxe Aa noaobpu
pe3y/rat1Te, Ho caMo 5 % ot m3BecTHUTE HM3 B
MOMEHTa Ca BK/IKO4EHM B MPOrpamMn 3a CKPMHMHI
Ha HoBOpoAeHw B EBpona v CelLLecTByBa Heob-
XOAMMOCT OT XapMOHM3VIpaHe Ha HaLWoHaH1Te
Mporpamu. 3a MHOMO OT Te3W CbCTOAHWA Mo3Ha-
BaHETO Ha TAXHATA MCTOpWA, ePUKACcHOCTTa M
6e30MacHOCTTa Ha TepanmTe 1 AbAroCPOHHOTO
npocnegAsaHe ca HeJoCTaTb4YH.

MetabERN ce onmTBa Aa nogobpw HmBoTa Ha
X0parta, 3acerHaTv OT Ta3v CUTHO XeTeporeHHa
rpyna 3abonsBaHmsA, KaTo My pa3aens Ha cegem

MetabERN we pa3pabomu nnameopma
30 KOHCY/IMAauyuA 8 peasiHo Bpeme
30 K/IUHUYHU npoyecu 3a B3emMaHe

Ha pelweHuUA U we Hacbp4u
mpaouyUoHHUMe u3c/1edosamesicku
npoepamu 8 obnacmma Ha HM3,

O 1 et M
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OCHOBHM KaTteropun. TA e mbpBaTa 06LL0eBpo-
revicka v 0bLLIoMeTabomMTHa Mpera o poda cu.

MpeskaTta cb3gasa onmc Ha MeTabonmTHUTe
3abonABaHWA, paspaboTsa MHGopMaUMA n
0byYnTeNHM CeCVM 3a NaUMEeHTUTe, NoanoMara
K0NabopaTvBHOTO AMArHOCTMLMPaHe Ha HOBM
3ab0nABaHNA K1 yCTaHOBABA Abr0CPOUHA
pedepeHTHa TOYKE, CBEXOANKKM ekcnepT-
HUTE 3HaHWA Ha BHMMAHWETO Ha NaumeHTu1Te.

MetabERN wwe pa3paboTtv nnardopma 3a KoH-
CyNTaUmMA B peasiHo BpeMe 3a KAMHUYHN Npo-
Lecu 3a B3eMaHe Ha peLLeHua 1 e Hacbpyn
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TPAANUMOHHUTE 13CNed0BaTesCK1 Nporpamm
B obnactTa Ha HM3.Ts we cnogena 3HaHuA
B PaMKMUTE Ha Mpexata 1 M3BbH HesA U Le
Ce pa3wmpsABa C BKMIOYBAHETO HA AOMbIHM-
TeHN PErvoHV 1 dbpraBu.

KOOPOAUHATOP HA MPEXXATA
npo¢. Maypuumo Ckapna

Helios Dr Horst Schmidt Kliniken
lepMmaHuA




PefKmTe MyNTUCUCTEMHW BaCcKynapHX 3a60-
NIABAHNA BKIOYBAT HAPYLLEHWA, KOUTO 3acs-
raT BCMYKM BUOOBE KPbBOHOCHM Ch0BE, C
noCcNeacTBIA 3a HAKOKO TeNECHM CUCTEMM.
Te3un 3a60/1ABaHMA Ce HyMKOAAT OT MHOI0-
OVCUMNAMHAPEH NoAX0[ 33 MPUHKM.

VASCERN BKnto4Ba neT paboTHM rpynn 3a
peKkn 3ab0NABaHMA: HacNeaCTBEHa XeMOo-
parmyHa Teneanrmnexktasma (HHT-WG),
HacneaCTBeHW TOpakaHW aopTHW 3abonAa-
BaHuA (HTAD-WG), cpegHoronemMu aptepum
(BackynapeH cmHapomM Ha Enepc-fannoc)
(MSA-WG), negmatpuyeH v mbpauyeH niMde-
nem (PPL-WG) 1 BacKynapH1 aHomManum
(VASCA-WG). CneumanmampaHa paboTtHa rpyna
3a NaumeHTV NO3B0ONABA Ha NpeacTaBUTeNM
Ha nauveHTUTe 4a y4acTBaT BbB BCVYKM Ael-
HocTn Ha EPM. OcBeH ToBa ca cb3gageHu
HAKOKO TeMaTW4HKM PaboTHW FPyMK, KOMTO
Ce 3aH1MMaBaT C KOMyHVKaLMMTe, eNeKTPOoH-
HOTO 34paBeonasBaHe, eTvKaTa, NaUMeHTCKMA
PerncTbp 1 0byHeHMETO 1 06Pa30BaHMETO.

Llennte Ha VASCERN BrniouBaT CBbp3BaHe
B Mpea, cnogenaHe 1 pasnpocTpaHABaHe
Ha eKCNepTHW 3HaHWA, NoMNyNApV3MpaHe Ha
Han-406py MPaKTUKK, HACOKM M KIMHUYH
pe3ynTatu, pallmpaBaHe Ha npasata Ha

B IIOAKpPCIIA HA MAJUCHTHUTC C PCAKH, CA&6OPQSIlpOC'J‘PEIHCHH 1 CAOXKHH SHGOAXB'J.HH)i

naumeHTUTe 1 NoBKLLIABaHe Ha 3HaHWATa
ype3 KIMHMYHK 11 6a30BM M3C/1e0BaTeNCKN
[EenHOCTW.

3ApaBHUTE CneumanmMcTy, y4acTBallm BbB
VASCERN, Wwe m3HacAaT nekumm B cBOUTE
061acTm Ha eKcnepTM3a U Lie npegocTa-
BAT 0bpazoBaTesnHn MaTepuan oOHNamH.
LLle ce cb3aane egHoceaMMYHA CTUNEHANA,
KOATO Aa no3Bonv Ha cTygeHTn ot EC aa
Hay4aT noseuve 3a Te3un pefKn CbCToAHWA,

a 3HaHWATA Le ce CnogendaT yYpe3 MpexaTa
M CbC 34PaBHN CNEeUManncTy, KOMTo He ca
obxBaHaTh oT EPM.
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B TIIOAKpPCIIA HA MATUCHTHTC C PCAKH, CAaGOpaBl’lpOCTPaHCHH 1 CAOKHHU BaGOAﬂBaHI/lH

[npekTopmAa Ha EPM

Endo-ERN

ERKNet

ERN BOND

ERN CRANIO

ERN EpiCARE

ERN EURACAN
ERN EuroBloodNet
ERN eUROGEN
ERN EURO-NMD
ERN EYE

ERN GENTURIS
ERN GUARD-HEART
ERNICA

ERN ITHACA

ERN LUNG

ERN PaedCan

ERN RARE-LIVER

ERN ReCONNET

ERN RITA

ERN-RND

ERN Skin

ERN TRANSPLANT-CHILD
MetabERN

VASCERN

EBponencka pedepeHTHa Mperka 3a eHAOKPUHHM CbCTOAHMA

EBponericka pedepeHTHa Mperka 3a 6bbpeyH 3aboABaHmA

EBponericka pedepeHTHa Mpera 3a KOCTHM HapyLLeHWsA

EBponencka pedepeHTHa Mperka 3a YepenHoNMLEBM aHOMaMA 1 HapyLleHna Ha YHI
EBponencka pebepeHTHa Mperka 3a enmnencim

EBponercka pedepeHTHa Mperka 3a PakoBy 3ab0/18BaHVA NPy Bb3pacTHUTE (COMMAHM TYMOPK)
EBponercka pedepeHTHa Mpera 3a XeMaTosiorvyHm 3abonAaBaHma

EBponercka pedepeHTHa Mperka 3a YporeHuTa HM 3abonaBaHna U CbCTOAHMA

EBponercka pedepeHTHa Mpera 3a HEBPOMYCKYJTHM 3ab0/1ABaHNA

EBponencka pedepeHTHa Mperka 3a 0pTasIMooryHI1 3a601ABaHMA

EBponencka pedepeHTHa Mperka 3a CMHAPOMM 3a FeHeTUYEH PUCK OT pasBUTME Ha TyMOpH
EBponercka pedepeHTHa Mperka 3a CbpaeyH1 3abonABaHmsA

EBponencka pedepeHTHa Mperka 3a Hac1eACTBEHM 1 BPOAEH aHOMa M

EBponencka pedepeHTHa Mperka 3a BpoaeHV MandopMaLi U pearm NHTeNeKTYaiHW YBperKaaH A
EBponericka pedepeHTHa Mperka 3a pecnmpaTopH 3aboABaHNA

EBponelicka pedepeHTHa Mpera 3a paxka npw gelia (xeMaTooHKo10r i)

EBponercka pedepeHTHa Mpera 3a XenaTosornyHm 3abonsaBaHma

EBponeicka pedepeHTHa MperKa 3a 3a60/18BaHNA Ha CheAVHUTENHUTE ThKaHM 1 MyCKY/THO-CKENeTHN
3a60/19BaHMA

EBponelicka pedepeHTHa Mperka 3a MMyHOAeDULIT, aBTOBb3NANTENHN 1 aBTOMMYHHM
3abonABaH1sA

EBponercka pedepeHTHa Mperka 3a HeBPOIOrYHM 3ab0/1ABaHNA

EBponelicka pedepeHTHa Mperka 3a KorHM 3ab0naBaHmA

EBponercka pedepeHTHa Mperka 3a TpaHCIaHTauma npy della

EBponercka pedepeHTHa Mperka 3a Hac1eACTBeHM METaboMTH 3ab0ABaHMA

EBponeiicka pedepeHTHa Mpera 3a MyITUCUCTEMHM BACKyIapHM 3a60/18BaHA



KAK OA CE CAOBMEM C NYBJIMKALMUUTE HA EC?

BesnnaTHu ny6avkauum:

eAVH eksemnnAp:
upe3 EU Bookshop (http://bookshop.europa.eu);

rnoBeuye 0T eMH eK3eMNNAp UK NocTepu/KapTu:

0T NpeacTaBuTencTBaTa Ha EBponerickua cbio3 (http://ec.europa.eu/represent_bg.htm),
oT JeneraumuTte B CTpaHu n3BbH EBponeickusa cbio3 (http://eeas.europa.eu/delegations/
index_bg.htm), KaTo ce cBbpeTe ¢ ycnyrata Europe Direct (http://europa.eu/
europedirect/index_bg.htm)

MM Kato ce obaamte Ha 00 800 6 7 8 9 10 11 (6e3nnateH Homep B EC) (*).

(*) MHdopMaumATa, KaKkTo 1 NoBeyeTo obaraaHWA ca 6e3nnaTHM (Bb3MOMXKHO e obaraaHuATa
OT MpeXaTta Ha HAKOM onepaTopu, OT OGU.lECTBeHl/I TEHE¢OHM Wnnu oT XoTenu ga 6'b,ClaT TaKCyBaHVI).
MnaTtenn ny6amkauum:

upe3 EU Bookshop (http://bookshop.europa.eu).




lMonosuH munuoH dywu 8 EBpona ce duazHocmuyupam
€ pedku 3abos198aHUA BCAKA 200UHA. HUKOA Obpxcasa He
Moxce 0a ce cnpasu cama € mosa Npeodu3suKamesicmaso.

EBponelickume pegepeHmMHU Mpexcu npedcmasiasam
BUPMYaAsIHU Mpexcu, Koumo obeduHasam exkcnepmu om uesnus EC

3aedHo me we ce cnpasAm CbC C/IONCHU UU pedxu
3abona8aHUA Ype3 nodobpsasaHe Ha duazHoCMUUUpPaHemo
u Ha docmbna 00 cneyuanU3UPaHU 2pUxcU.

NMoBeye 3a EPM

http://ec.europa.eu/health/ern/

Electronic version:
ISBN 978-92-79-65480-0
Paper version:

Cnyx6a 33 ny6nmkaumm ISBN 978-92-79-65506-7


http://ec.europa.eu/health/home_bg
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