NHO®OPMAILINA 3A:

HaunMeHnoBanue Ha 3a00/11BaHETO

[IbpBuynHara OenmogpoOHa aprepuanHa xunepronus - nbAX /cunonum: MamonatuyHa
oenoapoOHa aprepuanHa xwuneptoHus - HWbAX/ mnpuHamnexu kKbM Tpyna L1 ot
PvkoBoscTBOTO HAa EBpONECKOTO KapAMOIOTUYHO APYKECTBO 3a 0e0/ipoOHA XUIIEPTOHMUS,
nyoimkyBaHo cenrtemspu, 2015 roguna. (1, 4, 12)

Onpenesienne Ha 3200JIIBAHETO

[IbpBuynata /ugwonaruyna/ OenoapoOHa — apTepuanHa  xumepronus /mBAX/ e
XEMOJMHAMUYHO U MaTO(U3HOIOTHYHO ChCTOSIHUE, KOETO ce NeUHMpa KaTo MOBUIICHHUE Ha
cpeaHoTo OenoapobHo aprepuaiHo Hamsrane / PAPm/ > 25 mm Hg B mokoi, omeHsBaHO
r7aBHO 4pe3 JscHa cbpaeuHa karterepuszauus /JACK/. Ilo mpunmun BAX /GemoppoGHa
apTepualiHa XWUIEPTOHUS/ € KIMHHYHA TPOsiBa, KOSITO CE XapakTepus3hpa OT HAIUYUE Ha
MpeKanwisipHa Oenonpo0Ha XWIIEPTOHUS B OTCHCTBHE HA JPYrH NPUYMHH 32 TaKOBA
MOBUIIIABaHE, PE3yATaT OT OenoapoOHHM 3a00JsSBaHUS WIM XPOHHUYHA TPOMOOEMOOIMYHA
oenoapodna xuneprouus. (4, 7, 40) benoapobduara aprepuanta xunepronus /bAX/ Bkiousa
pasznuuHu (HOpMH HA KIIMHUYHA U35BA, KOUTO UMAT MOYTH MJICHTUYHA KIMHUYHA KapTUHA U
MATOJIOTUYHA W3MEHEHUs B OenoapoOHaTta MuKporupkyiamus. Ilocmeanara KiIMHHYHA
knacupukanusg € mnybnukyBaHa mnpe3 M. centemBpu 2015 roauHa, mpencTaBeHa Ha
EBpomneiickus koHrpec mo Kapauoiyorus. Kiacmduxamusita pasmnpenens CbCTOSHUSATA,
Ompeie/sIHA  Karto OenoapoOHa XumepToHus B 5 rpynu. IIbpBuuHara /uanonatuynal
OenoipoOHa apTepraiHa XurepToHus/, 6enopoOHaTa XUIIEPTOHHS, CBbP3aHa C IPOrPECHBHA
CHCTeMHa CKJiepo3a /cucTeMHa ckiiepo3a — pyopuka Ha MKB/ u cuHApOMBT Ha Al3eHMEHTep
ca MOCTaBEHU Mexay 3a0oiissBaHMsTA OT rpyna I Ha OenoapoOHa apTepuanHa XUIIEPTOHUS.
(12)

ETtuonorusta HambpBUYHATaA /uauonatuuHa/ OenoapoOHa apTepuaiHa xurnepToHus /mBAX/
BCE OIlle¢ HE € HAMBJIHO $ICHA, HO CE€ JOMyCKa, Y€ OCHOBHA pOJIA B MAaTOTeHe3aTa urpae
HaJUYUETO Ha JUC(YHKIUS HA €HIOTEIIHUTE KJIETKH B CTEHATa Ha OeyoApoOHaTa apTepws.
Ta3u nquchyHKIUS ce u3pa3siBa B HAPYIICH CUHTE3 HA a30T€H OKUC, HaMaJleHa MPOAYKIUs Ha
MIPOCTAIMKIINH, YBEJIMUeHA KOHIICHTPAIUS Ha CHIOTEINH — 1. HaMecBaT ce W BB3MAUTEIHA
MEXaHU3MH, KOUTO CHINO JIOMPUHACAT 32 PA3BUTHUETO Ha 3a00JSIBAaHETO. Y CTAaHOBSBAT c€ U
MMYHHHU HapyIICHHsI, KOUTO BH3HUKBAT KATO OTTOBOP Ha BB3MAIUTCIHHU MPOIECH /TIOBUIIICHH
nuBa Ha IL-1um IL-6/.

BenonpoOHaTa aprepuaiiHa XUNIEPTOHHS MOXKE Jla C€ Pa3BUE CHIIO Taka BHB BCEKH €TaIl OT
€BOJIIOLIMSTA HA BPOJCHA IIBHTOBA ChpjaeyHa MandopMmanus. bernoapobHara XumepToHus B
TE3U CJIydad He Ce pa3jiyaBa eTHOJIOTHYHO M MATOTEHETHYHO OT IIbPBUYHATA /MInuONaTHIHa/
OenapobHa aprepuaiina xunepTonus Hamuiie ca ob6ayue ChIECTBEHH Pa3IMKH MO OTHOIICHUE
Ha MaTOPU3HOJIOTHSITA U JIeueHHeTo Ha aBete hopmu. (29)

Juarno3ata nbAX ce ocHOBaBa B Ha4aJIOTO HA KIMHMYHATA CUMITOMATHKa U (PU3UKATHUS
nperien. KiimHUMYHATa CHMITOMATHKA 10 MPUHIMIT He € crenudruyHa U MOXKe Ja BKIIFOUBA
OIJIAaKBaHUS OT 3aayX, yMoOpa, ci1aboCT, aHTHHA, CyXa KallIWla U CUHKOMAIHU IMPOSBU.
CHMIITOMHUTE B TOKOM Ce M3SABSABAT CaMO INMPH HANpETHAIH clydad. V3sBUTE Ha MMbPBUYHA
OemonpoOHaTa XUTIEPTOHUS OMXa MOTIIH J1a ObaaT MOAUGUIIUPAHU OT KOMOPOUIHOCTH, KOUTO
BOJISAT JIO JIOMTBJTHUTEITHO ITOBHUIIIABAHE HAIATAHETO B apTEPHs MyJIMOHAIUC WIH Ca CBBP3aHU
¢ pa3BuTHE Ha OenoapoOHa xunepToHus Brocieacteue. (12, 23, 44)

Ha To3m eram reHeTHMYHHWTE W3CIIEABAHUS Ca Pa3HOOOpPA3HH, HO BCE ONIE HE Ca OTKPUTH
MaTOTMOHWYHU TECTOBE B Ta3M Hacoka. [Ipu mepBUYHaTa 6enoapoOHa XUIIEPTOHHUS HAIIPUMED
ca HaOmonaBanu Mmytanuu B BMPR2. Xerepo3uroTHu MyTanuu ce cBbp3BaT ¢ 0Kosio 75% ot
ciyyanute ¢ (amumiHa OenonpoOHa apTepuaiHa XUIEPTOHHMS, HAOMIOAAaBaT ce€ ChHIIO
cnoHTanHu MyTaruu, ALK1 myranmuu u 1pyru U3KITIOUYMUTETHO PEIKH MYTallii C HEU3BECTHA




poIsg B maroreHesara Ha 3a0omsBaneTo. ChCTOSHMSA, KOUTO OMXa MOTJIM J]a C€ CBBPXKAT C I10-
BHCOKAa BEpPOSTHOCT 3a IOSBA Ha IbPBUYHA OenoapoOHa XHUIEPTOHHS, ca HampuMmep
KOJIar€HHA CHJI0BA OOJIECT, XUIEPKOATyJI0NaTuu 1 Jpyru.B3MoXKHO € ChII0 Taka HAKOH OT
TCHHUTE M3MEHEHHs Jla MOAU(UIMpPAT pUCKa OT MOsBa Ha OelonpoOHAa XHUIEPTOHHS, KaTo
HalmpuMep TEHHWTE, CBBP3aHH CBhC CHHTE3aTa Ha Aa30TeH OKUC, CHhC CEPOTOHHHOBU
TPAHCIOPTEPHH MPOTEHHHU, C NPOCTAMUKIMHOBHUTE PEUENTOpU, ¢ OeTa- aapeHepruuHuTe
PELENTOPH, aHOMAJIMK B KAJIMEBUTE KaHAIM U MHOTO apyru. (8, 12, 23)

JleyeHneTo Ha MAIIMEHTHUTE C IbPBUYHA /MAMONATHYHA/ Oe0oIpOOHA apTepUaTHa XUIIEPTOHHS
M3UCKBa KOMIUIEKCHOCT, KOSITO BKJIIOYBA Ha4yajJHA OIEHKA Ha TEXecTTa Ha 3a0o0JsBaHETO,
NepUOANYHA OleHKAa Ha edekTa OT JIEYeHHETO, MEAWKAMEHTO3HO JIeYeHUE W/WiIN
XHpypruieckonedenre. B MomMeHTa ce mpuema, 4ye JICYCHHETO C€ JIBUKH B TPU OCHOBHHU
CTBIKH: OOLIM MEpKH, MOATbpIKAIA TEparus, Ba3OpEakTHBHU TeCTOBE. BToparta crhika
BKJIIOYBA HAYaJHO JICYCHHE C KaJIIMEBU AHTATOHUCTH IMPH BAa30PCAKTHBHM MAI[MEHTH, WU
criequpUYHA METUKaMEHTH, YTBBP/ACHH 3a JCUeHNE Ha 0aJoapoOHa XUIIEPTOHUS, ChOOPa3HO
MPOTHOCTUYHHUSA PHUCK. TpeTara CThIIKa BKIIOYBA: KOMOMHALIMY OT METMKAMEHTH, HHTEH3UBHO

JIcUeHIEe, HHTEPBCHIIMOHAIHN METOAM, Oea0apodHa Tpanciantanus. (2, 3, 5, 6, 9, 10, 12, 15,
18, 21)

Yerupuuugpen koa Ha 3a00asaBaHeTo 1o MKbB-10 (ako TakbB € HAJINYEH)

127.0 — mppBUYHA Oe101pOOHA XUTIEPTOHMS

Kox Ha 3a60asBanero no Orpha code

ORPHAA422 - Idiopathic and/or familial pulmonary arterial hypertension

EnuaeMuoI0ruyHmn JaHHM 3a 3200/1IBAHETO B Penyﬁ.lmlca B’I).]'Il"apl/lﬂ

EnupeMuonornyHuTe JaHHM 3a Pa3sIpOCTPAHEHOCTTa HA IbpBUYHATA [HAMONATHYHA/
OenonpoOHa apTepuanHa XHUIEPTOHHS, ca 0a3upaT BBPXY CHOPAJAWYHU IPOCIESBAHMS,
KJIMHUYHY W3MIUTBAHUS U Hali-Bede BbPXY PErHCTPH 3a 3200 sIBAaHETO.

3a mbpBU BT OT HauanoTo Ha 2011 roguHa 10 MOMEHTa Bb3 OCHOBA Ha U3TPaJIEH aJrOPUTHM
u 4 pedepentHu nenrpose B P bwarapus ca maeHTHdHIMpaHU, NPOCIEICHU U JIEKYBaHU
okoio 93 mamMeHTH ¢ TBpPBUYHA /HauornaThHuBa/ OeioapoOHa apTephaiHa XHUIIEPTOHHS.
YecroraTa Ha 3a0oisBaHeTo B bbarapus e cpenHo 14 ciyuyas Ha 1 MiIH. HaceneHue /o JaHHU
Ha H3OK/. CrotHOmICHHE *eHu/Mbxe ¢ 1,2. (11)

JlaHHU 3a CMBPTHOCTTA MEXAY Obirapckara Momysanus MalUeHTH ce 0a3upaT ChILO BbPXY
n3rounnny Ha H30K, cpro0pa3Ho Opos Ha oOXBaHATUTE 3a JIEUEHUE MAIUEHTH 10 MOMEHTA.
CMBpPTHOCTTA MPH NALMEHTHTE C IbPBUYHA /HAMONATHYHA/ OeT0APOOHA XUIIEPTOHUS 000
npu npocneaenute ot 2011 rommna mamuentn e — okono 20% 3a MeT TOAMHHU, CPEIHO
TOJIMIIIHO CMBPTHOCTTA Bapupa oT 5 10 12%. (8, 11)
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bubnuorpagdcekara crpaBka ¢bC ChOTBETHHS HOMEpP 3a BCsKa IyONMKanus € MOocoueHa B

CIIMCBKaA CJIC 3asABJICHUCTO.

EnuaeMuo0oruyHm JaHHM 3a 3200/11BAHETO B EBpOHeﬁCKI/IH CbH103

YecroTara Ha ciydauTe ¢ IbpBUYHA /MAMONATHYHA/ OenonpoOHa apTepualHa XUIIEPTOHHUS
3HaYMMO ce pa3iuuyaBa Ha rinobanHo HuBa B EBpoma, CAILl u npyrum crpanu. BbB
BenukoOpurtanust yecrorata Ha 3a00sBaHETO € OKoJo 15-52 cimyyas Ha 1 MIJTH. HaceleHWHeE;
otHomeHuero xeHu/Mmxe e 1,8. 3a CAILl e ycranoBeHO, ue yecToTara Ha OenonpoOHATa
apTepraigHa XHAIEPTOHUS, HE3aBUCUMO OT HEMHaTa eTHojorus, € okoio 4,5 — 12,3 ciayyas Ha
1 MmunmnoH Hacenenue. Haii-o01mo ce cuuTa, ye 3a CBeTa 4eCTOTaTa ce OlcHsBa 0Kojo 1-3,3 3a
1 MHIMOH HacelleHHE 3a TOJWHA 3a MbPBUYHA /MAMONAaTU4YHA/ OenoApoOHa apTepuaHa
xunepronust u 1,75 — 3,7 3a | MHIMOH HaceleHHe 3a XpOHMYHA TPOoMOOeMOOIMYHA
6enoapodna xunepronus. (12, 13, 26, 30, 31)

Hskonko perucrbpa B EBpona u CAILl npegocraBaTr ocHoBHara 0a3a ChbBPEMEHHU JaHHU
OTHOCHO emnumemuonorusara Ha 3abomssanero: US NIH, US PHC, Scottish-SMR, US
REAVEAL, ¢peHcku, HCHAaHCKW, AHIJIMWCKM PErUCTPH, KUTAaWCKW W HOB KHUTaHCKU
perucThp, perucTbp Ha OonHunara Mayo. (4, 13, 16)

Crnopen eHM OT Hall-roJieMUTe PErucTPH KaTo HAIpUMep HMIOTIaHICKUS PETUCThD, YecToTaTa
Ha TMbpBUYHATA /uauonatudHa/ OenoapoOHa xumepToHus € 48% Mexay NalueHTuTe ¢




6enmonpoOHa apTepraiHa XUIMEPTOHUS OT BCUUKHU noarpynu. LloTnanackusi peTpocnekTUBEH
PETUCTBP NOCOYBA YECTOTa 32 OETI0pOOHA XUIIEPTOHUS /HE3aBUCUMO OT €THOJIOTUATa/ 00110
7,6 va ImuH. Hacenenue Haii-romemust (GpEHCKH PETHCTBpP, KOWTO € M IMPOCHEKTHBEH,
mocoyBa decrora 2,6 Ha IMiH. HacelmeHWe OOIIO 3a BCHYKK Ciiydan ¢ OenoapoOHa
XMIIEPTOHMS M CICHHAIHO 3a MMbPBHYHA /uauonatudna/ GemoapobHa xumepronus — 1,0/1
MJIH. HaceneHne. OpeHCKUuAT perucTbp OTKpuBa 39% ManmueHTu ¢ MbpBUYHA /MAUONIATHYHA/
OeroapoOHa XWUIIEPTOHM MEXKIY BCHYKH TAIMEHTH C OeloApoOHa XHIIEPTOHHS H3001I10,
OTtHommeHneTo xeHu/Mbexe € 1,9, a cpeanara Be3pacT Ha naruerTure € 50 + 15 roguau u e
[IOYTH WIACHTHUYHA 3a aBata moua. (13, 27, 37)

Jlannu 3a 3abomnsiBaneo B EBponeiickus cbhio3 mMorar ja ObJaT MOJyYeHU U OT MO-TOJIEMHTE
pPETUCTPH HA OTHCIHUTE CTPaHHW. AHIMUCKUSAT PErHCTBp mocouBa uecrora 1,1 / 1 muH.
HaceJIeHue.

[IpexxuBsieMocTTa, OICHEHAa Ha 0aszara Ha TE3W PETUCTpH, € cpeaHo 89% roauimHo 3a
mbpBUYHA /uauonatudHa/ OenoapoOHa xunepToHus U 88% 0O0II0 32 BCHYKH MAIUEHTH C
OenoapoOHa XUIEPTOHUS, KaTo TO3W MPOLEHT HamalsiBa 3a CJIEIBALIUTEe TOAWHU OT
HaOJIFOJEHUETO.

[Ipe3 2013 roauna e myOIMKyBaHO IPOyUYBaHe, Oa3upaHO BbPXY BCUUKH I'OJIEMU PETUCTPU 110
CBETa, KOETO u3cle[Ba BB3MOKHOCTTA 3a U3TPaXKIaHE HA MPOrHOCTHUYHA CcKala 3a
MIPESKUBSIEMOCT TIPH MaMEeHTUTe ¢ 0enoapooHa xunepronus. OyHIaMEHTANICH € U3BOABT, Ue
MPEKUBSIEMOCTTa TPe3 MOCICAHUTE TOAUHM TpPHU MAIMEHTUTE CIbPBUYHA /UAMONATHYHA/
OenoapoOHAa XUNEPTOHUS € YBEIWYEHA IOPagd MO-IIUPOKOTO pa3NpOCTPaHEHUE Ha
CHBPEMEHHO JIeYeHHE. YUaCTHUETO B MEXKIYHAPOJHU PErHCTPHU € KIIOYOBO 3a MOCTHUTaHE Ha
nojiokuTeaHu pesynratu. (12, 16, 25, 34)
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bubnmuorpadckara crnpaBka CbC CHOTBETHHS HOMEp 3a BCsIKa IMyOJIMKAIlMs € TMOCOYCHa B
CIHMCBKA CIIEH 3aIBICHUETO.

OuneHka Ha CHLOTBETCTBHETO HAa 3a00/IIBaHETO C Je(PUHHULMSATA 32 PAAKO 3200JisIBaHE
cbriacHo § 1, 1. 42 o1 JONBJIHUTEJIHUTE pa3nopeadu Ha 3aKoHa 3a 31paBeTo

YecToraTa Ha NbpBUYHATA /ManMomnartuyHa/ OenoapoOHa apTepuaiHa XUIEpToHHs B P.
Bbearapusi, onpeneneHa BbpxXy Opost Ha oOxBaHarure manumeHTH oT 2011 rogmna Hacam,
HaI'bJIHO OTrOBapsl Ha M3UCKBAHUATA 3a ,,pAKO 3abosisgBaHe”, neUHUpaHU B 3aKoHaA 3a
3npaBeTo Ha M3 /14 3a0onenu Ha | MITH. HaceneHHe/ .

Kpurepumn 3a nuarnocTuuupane Ha 3a00/1IBaHETO

Jlnarnozata Ha OenoapoOHaTa XHUIEPTOHHS ce Oasupa BBPXY KIMHUYHHUTE TPOSIBU U
usciensanus. Bp3 ocHOBa Ha TiX PBKOBOACTBOTO Ha EBpOMNEHCKOTO KapIuOJOTHYHO
JIPY>KECTBO TMpPENopbhbyBa H3rPakJaHe HA JUArHOCTUYEH alrOpUTBhM 3a JAMAarHOCTHYHA
crparerus. (12)

KnuanyHara cumMnromMaTtvka Ha TbpBUYHATA /HIUONATHYHA/ O6e1oApoOHa XUIIEPTOHUS HE €
cnenuuYHa: 3aqyX MPH YCHJIHE, yMopa, cilabocT, OOJIKM, CyXa KallUIAIA, CHUHKOIIH.
[posiBuTe Morar na ObAaT MOTU(PHUIMPAHK B 3aBUCUMOCT OT €THOJIOTHYHHUTE MPUYMHH, C
KOHUTO CE CBBbp3Ba MOsIBaTa Ha 3300 ISIBAHETO.

OCHOBHUTE HM3CIICABaHUS, BHPXY KOMTO C€ OCHOBABA JMArHo3aTa ca: eJeKTPOKapAUOTpama,
peHTreHorpadus, exokapauorpadus, TectoBe 3a OernoapoOHa (yHKLHMS U Ta3oB aHAIU3,
KOMIOTBpPHa TOMOTrpadus, SIpeHO-MarHUTeH PE30HAHC, KPBBHHU TECTOBE, UMYHOJIOTHS, JIICHA
ChbpJ/ICYHA KaTeTepH3allys ¢ Ba30PEaKTHBEH TecT, OenoapoOHa anruorpadus. KomOuHamumsra
OT JaHHW TO3BOJISIBA MAIMEHTHTE Ja ObJaT KiIacH(PHUIMpPaHW KaTo TaKkMBa C BHCOKA,
WHTEPMEIMEPHA U HUCKA BEPOSTHOCT 32 MIbPBUYHA /MIMONIATHYHA/ OEIOIPOOHA XUTICPTOHUSI.
JscHara cepreuna karetepusanus /JJCK/ e HeoOxomuma 3a MOTBBPXKIAABAHE TUATHO3aTa Ha
OenoapoOHa XUIIEPTOHUS, 3a OIlEHKA Ha TEKECTTa Ha XEMOJWHAMHYHHTE WU3MEHCHHS U 3a
n3BBpIIBaHe Ha BazopeakTuBeH TecT. JJCK ce M3BBpIIBa B €KCIIEPTHHU IIEHTPOBE 3a TMArHO3a,
JICUEHHE U TIPOCIIE/IIBaHE HA MAIMCHTH C ITbPBUYHA /MINONATHYHA/ 0€I0po0Ha XUTICPTOHUSI.
(12, 25)

JIMarHOCTHYHUSAT aJTOPUTHM CTapTHpa BEIAHAra NMpU HaJMYME HA CYCIEKIHs 3a IMbpPBHYHA
OenoapoOHa XumnepToHus. B ciiydan Ha BHCOKa WIIM MHTEpMEIMEPHA BEPOSTHOCT 3a MPOsBA
Ha 3abomsBaHeTo /[kiuHMYHA cuMmnTomatuka, EKI, peHrtreHorpadus, KOMITIOTbPHA
Tomorpadusi/ ce YTOYHsSBa BB3MOXKHOCTTA 32 HAIWYHE Ha OOJieCT Ha JIIBOTO ChpIE WU
OenoapoOHO 3abosBaHe. [lpu HiIMuMe Ha TEXKa OEMOIpPOOHA apTephaliHa XHIIEPTOHHUS
/mecHoKaMepHa TUCYHKIIUSA U M3KITIOUEHO ChydacTHe Ha OenoapoOHa Gosect/, maiueHTuTe
Ce HacOUYBaT KbM CKCIIEPTHH IIEHTPOBE, KBJIETO 33 IbJDKUTEITHO CE U3BBPIIBA JSICHA ChPJCYHA
KaTeTepu3Ius. EKCIIepTHUTE IIEHTPOBE ONPENENT TeKECTTa Ha 3a00JIIBAaHETO MPH MAIUCHTH
c OenonpoOHa XWIEPTOHHMSI W KOHKPETHHS PUCK MPHU OTICIHHS MAIMCHT /BJIOIIABaHE Ha
3a00JIIBaHEeTO M HACThIBaHE HAa cMBPT/. (11)

B T.4. HayyHHM NMy0IMKALMM OT MOCJEeJHHUTE MeT rOAMHU M NMpHJIoKeHa oudauorpadceka
cIpaBKa

11. T'oueBa H, M Ilon3zapoga - [Ipotokonu — H30K

12. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension

25. Howard L, O Sitbon. Assessing prognosis in PAH — Which are the parameters?
Pulmonary hypertension management — Bridging Present and future, Convention Centre
Dublin (CCD), Dublin, Ireland, 12-13 May 2012

bubnuorpadcekara crnpaBka ¢bC CHOTBETHHS HOMEpP 3a BCsKa IyOIMKanus € MOocoueHa B

CIIMCBKA CJIC 3asiABJIICHUCTO.

Kpurepunre 3a AuarHoctuka, Je4eHue U MpocieasBaHe Ha 3a00JIBaHeTO ca (OpMyJIMpaHH B
PbvroBoACTBO Ha EBpONEHCKOTO KapAMOJIOTUYHO JPY>KECTBO, MPEICTABEHO M MYOIMKYBAaHO
Ha EBpormelickusi KOHTpec Mo kapawojorus, aBryct, 2015 rogumHa u 06a3upaHo BBPXY




MIPE/IIIECTBANY KIMHUYHU IIPOYYBAHUS, PETUCTPU ¥ Hay4uHH nsciensanus. (12, 42)

Bb3 ocHOBa Ha MOCOYEHOTO PBHKOBOJCTBO Ha EBpONENCKOTO APYKECTBO MO KapJIMOJIOTHS B
bearapus ca pa3paboTeHH KpUTEpUHM 3a IUArHOCTHIIMpaHEe Ha 3a00/sIBAaHETO MbPBUYHA
/uauonatiuHa/ OenoxpoOHa XHUIEPTOHHS, KOUTO CE M3IOJI3BAT KAaTO OCHOBA 3a CXEMH Ha
nedenue /H30K — N3uckpanns na H30K 3a jedenne npu nmanueHTy ¢ mbpBUYHA 010 1po0Ha
XUMEPTOHHUSI, OEIOAPOOHA XUTIEPTOHUS TPU CUCTEMHA CKJIEpO3a M CHHAPOM Ha AW3EHMEHTeEp,
asTopu ripod. Huna I'oueBa u npod. Maprapura Ilonzaposa/. (11, 12)

AJIFOpI/ITMI/I 34 JMAarHoCTUIIMpaHe Ha 3200/11BAHETO

ANTOpUTBMBT 3a JUArHo3a Ha 3a0o0JiIBaHETO WbPBUYHA /HAWONATHYHA/ OenoapoOHa
xunepToHus B buirapus e 6azupan Bbpxy PpkoBoicTBOTO Ha EBpONECKOTO KapAHMOIOrHYHO
JIPYKECTBO M C€ M3IT0JI3BA KAaTO 3aAbJDKUTEICH KPUTEPUH 3a HACHTU(PHUIIUPAHE U JICUCHHE Ha
3a00JIsIBAHETO B n3uckBanusta Ha H3OK. AnropureMbT BKIIOYBA: OLEHKA Ha
cUMIITOMaTuKaTa, ¢usukaneH nperien, uscnensanus /EKD, exokapaunorpadus, peHTT€HOBO
u3cleBaHe, Ipyru oOpasHu meroaw/. [Ipy BHUCOKA WM HaIM4YMe W300II0 HA BEPOSTHOCT 32
OeoapoOHa XUIIEPTOHMS, IAMEHTUTE ce pedepupar KbM EKCIEPTHH IIEHTPOBE 3a
OCBIICCTBSIBAHE Ha CIICIIUAIHH M3CJICIBAHUS U OKOHYATEITHO MOTBHPKIaBaHE HA TMAarHO3aTa.

(11, 12)

B T.4. HayyHu My0JMKANMH OT MOCJEAHUTE NMeT I'OAUHU U NMPUIo:KeHAa Oubauorpadceka
cIpaBKa
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42. Strange G, E Gabbay, F Kermeen et al. Time from symptoms to definitive diagnosis of
idiopathic pulmonary arterial hypertension: The delay study. Pulm Circ. 2013;3(1):89-94.

bubnuorpagdcekara crpaBka ¢bC ChOTBETHHS HOMEpP 3a BCSKa IyOIMKanus € MOCOoYeHa B

CIIMCBKaA CJIC 3aABJICHUCTO.

AJIFOpl/ITMl/I 3a JeYeHHue HA 3a00JIABAHETO

W3rpaxaaHeTo Ha TeparneBTHYEH alrOpPUTHM IO OTHOIICHHE Ha IIbPBUYHATA /UAMONATHYHA/
OenoapoOHa apTepuaiHa XUNEPTOHUsA, cTapTupa omle npe3 1998 roanHa Ha 2-pus CBETOBEH
CHMIIO3UYM I10 BBIpOCHUTE Ha OenoipoOHa xunepronus B EBuan, ®@panuus. Iler roaunu no-
KbCHO Ha 3-THsl CBETOBEH cuMmiio3uym B Uranusa anropureMbT 3a sneueHue Ha BAX ce
oborarsBa W pa3lIMpsBa, BKIIOUBAHKM HOBU MEIUMKAMEHTH U JIe4eOHM Mojaxoau. Brmpeku
nporpeca BbB (papMaKoTepanusTa, CBbp3aH C HaMaJeHHe Ha MOPOMJIHOCTTa U CMBPTHOCTTA,
NEPCUCTUPAHETO HAa JIMMUTHUpAIM CUMITOMH M JIOHIMS M3XOJ BCE OlLIE ca BBbB (OKyca Ha
BHUMaHUETO. JIe4eOHUAT anropuTbM B MOMEHTa MOKE /1a ObJe pa3zesieH Ha TpU OCHOBHHU
30HM Ha BHUMaHue: 1. OOmm Mepku /pexabuiauTalus, HAaTOBapBaHE, ICUXOCOIMAHA
NOJIPhXKKA, OPEMEHHOCT, BaKCHHAIMK/, TOUIBPXKAIIO JICYCHHE C aHTHKOAryJIaHTH,
JIUYPETUIH, JWTHTAINC, KHUCIOPOJ, HW3rpaxaaHe Ha pedepeHTHH IIEHTPOBE, OCThP
Ba30PEaKTUBEH TECT, XPOHUYHO JIEUEHUE C KAJIUEBU aHTAaroHUucTH; 2. CrnenuduyHo JedyeHue
— MOHO- WJIM JIBOMfHa KOMOMHALMS OT MEAMKAMEHTH C BIUSHHE BbPXY MAaTO(OU3UOIOTUUHUTE
Bepuru Ha 3abonsBaHero; 3. OlleHKa Ha MPUIOKEHOTO JeUeHUEe — KIMHUYEH OTIOBOP KbM
TepanusTa, U3rpakJaHe Ha HOBU KOMOWHAIIMK OT MEAMKAMEHTH, JPYTU MHTEPBEHIIMOHAIHH
MPOLIEIYPH.

OOmmre Mepku 3a JiedueHne Ha BAX BKIIIOUBAT: MPENnopbKU 3a U30srBaHe Ha OPEMEHHOCT,
MMYHU3allMM, I[ICHXOCOLMAJHA TOJKpEeINa, TECTOBE C JIO3MPAaHO HATOBAapBaHE, IpH
HEOOXOAMMOCT OT TIIJJaHOBAa XHUPYpPIUs Ja ce U3MO0J3Ba eNuaypajHa aHecTe3us,
Kkucioponorepanus. IIpenopbkure 3a NPUIOKEHHE HA MOJIBPXKAIIO JEYECHHE BKIIIOYBAT:
U3IMO0JI3BaHE Ha JINYPETULU, KUCIOPOI0JICUEHHNE, IEPOPATIHY aHTUKOAryJaHTH, KOPEKIMs Ha
nomiexkania anemusi. Ciiel OLlEHKa Ha pHUCKa M W3BBPIIBAHE HA BA30PEAKTUBEH TECT B
pedepeHTeH eHThp ce ONpeess Hayalo Ha JICYEHHUETO ¢ KaJllueBH aHTaronucTy. [amuenTy,
KOUTO HE OTTOBAPSIT Ha Ba30pEaKTUBEH TECT, CTAPTHPAT JIEYEHHUE C MOHO- MM KOMOMHMpaHa




Tepamus C EHOTEJHMH-PEIENTOPEH aHTaroHucT, QocdoauecTepasHi WHXUOUTOPH W/HUIU
MPOCTAHOU/IM, B HSKOU CJIy4yau ce€ MpernopbuBa JiedeHue c |P-peuentopeH aHTaroHuUCT.
AnroputbMbT Ha JedeHue /2015 roquna/ nepuHMpa epukacHOCTTA HAa rpynaTa IPOCTAHOUIN
Bb3 OCHOBA Ha KOSTO €€ HU3rpaxkaa JiedeOHaTa cxemMa IMpU NAUEHTH C U30CTPSHE Ha
3a0onsBaneTo wiau npu nanueHtn B [V ®OK. B amropurmuunara cxema ce ompenens
€(UKAaCHOCTTA OT IOCJICIOBATETHOTO BKJIFOUBAHE HA KOMOWHAIIMS OT MEIUKAMEHTH WJIM Ha
€IHOMOMEHTHOTO CTapTHUpaHe Ha JieKapcTBeHU KoMOuHauuu. Eqna oT BakHuTE PyHKUMU HA
pedepeHTHUTE IEHTPOBE B JIedeHHEeTO Ha manueHTute ¢ bAX e mpemMuHaBaHe B cieaBaiiaTta
CTBIIKA Ha JIEYEOHMs] aIrOPUTHM T.€. OMpeleisiHe HeoOXOIUMOCTTa OT HU3BBPILIBAHE Ha
CENTOCTOMMUSI UJTU MIPEMUHABaHE KbM 0e0poOHa TpaHCIIaHTaIHS.

JleueOHUTE CXEMH ca OLEHEHU 4Ype3 PaHIOMHU3MPAHH KIMHUYHHU MPOYYBAHUS, TJIABHO IMPHU
NalyeHTH ¢ MbpBUYHA /uauonatnvHa/ OenoapoOHa XumepToHHs, JICUeOHUSIT aaropTeM ¢
pa3nuyYeH 3a MAMEeHTH OT JPYTH KIMHUYHU FPYIH U CICIMATHO 32 MAIMEeHTH ¢ 0enoapoOHa
XUMNepToHusT Ha Oa3ara Ha JEBOCTpaHHA ChbpAeyHa OojecT wiIM Ha 0a3zaTa Ha OENOIPOHO
3a0onsBane. B amropuTMuyHaTa cxemMa ca IOCOYEHH CaMO MEAWKAMEHTH, O(UIIHATHO

YIBBPACHH 3a JeueHUEe Ha OenoJpoOHa XWMIEPTOHHUSA OT peryinaropHute opranu - EMA u
FDA. (4,9,12, 15, 17, 18, 32, 33)

B T.4. HayYHu My0JMKANMH OT MOCJEAHUTE NMeT I'OAUHU U NMPUWJIo:KeHAa Oubauorpadceka
cIpaBKa

4. TeoprueB b, E KocroBa, A AnekcanapoB, H I'oueBa. KakBo mpencraBisiBa, Kak ce
HU3BbpHIBA U KAKbB € CMHCAJIBT OT IIPOBCKIAAHCTO HaA 6-MI/IHYTCH TECT C XOACHC. HayKa
Kapauonorus, 5, 2010, 213-220

9. ToueBa H. JleueOHu crparerun npu bAX: KomOunupana tepanus u anroputmu. XII
KOHI'pec 1o Kapauoiorus, Andexa, 2010
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15. Epoprostenol, iloprost, sitaxentan and sildenafil for the treatment of pulmonary arterial
hypertension in adults. National institute for health and clinical excellence. Overview

17. Gali¢ N. Treating PAH in 2012 — An expert opinion. Pulmonary hypertension
management — Bridging Present and future, Convention Centre Dublin (CCD), Dublin,
Ireland, 12-13 May 2012

18. Gali¢ N, PA Corris, A Frost et al. Updated treatment algorithm of pulmonary arterial
hypertension. J Am Coll Cardiol. 2013;62(25):D60-72.

32. McLaughlin V. Treatment goals in PAH — Raising the bar. Pulmonary hypertension
management — Bridging Present and future, Convention Centre Dublin (CCD), Dublin,
Ireland, 12-13 May 2012

33. McLaughlin VV, SP Gaine, LS Howard et al. Treatment goals of pulmonary
hypertension. J Am Coll Cardiol. 2013;62(25):D73-81.

bubnuorpadcekara crnpaBka ¢bC ChOTBETHHS HOMEpP 3a BCsKa NMyOIMKalus € MOocoueHa B

CIIMCBKaA CJIC 3aABJICHUCTO.

AJITOPUTMH 32 NpocjelsiBaHe Ha 3200/1BAHETO

B EBporelickoTo pbKOBOJACTBO 3a OenoapoOHa xunepTonus (12) crernuanHo BHUMaHHUE Ce
oOpbIIa Ha HEOOXOIMMOCTTa OT MEPUOJAMYHA OIICHKA Ha TEXECTTa Ha 3a00JIIBAaHETO TPH
BCEKH KOHKPETEH MallieHT. Ta3u olleHKa ce M3BBPIIBA 3aIBKUTETHO B pe()ePEHTEH IEHTH).
PedepenTHrTe TIEHTPOBE OTroBapsAT W 3a MPOCICAsABaHE Ha IMAMCHTUTE ¢ OeiroapoOHa
XUMEPTOHUS. ANTOPUTBMBT 3a MPOCIEAsSBaHE BKIIOYBA: TMEPHOJUYHA OIlCHKA mpe3 3-6
Mecela HE3aBUCUMO OT CbCTOAHHUETO HA IMAIIMEHTHUTE, 3a OIICHKA HAa KIIMHUYHHA OTFOBOp KbM
JICYCHUETO W/WIIM TIpU MPOMsiHA B JieyeOHaTa cxema mpe3 3-6 Mecela, IMpociesBaHe MpH
KJIMHWUYHO BJIOIIIaBaHEC. HpI/I BCSKO JSBSBAHC Ha MNAIIUCHTUTC B pe(bepeHTHI/Iﬂ IIGHT’I)p ce
W3HCKBA M3BBPIIBAHE HA: MEIUIIMHCKA OIlEHKA HA eTara Ha 3a00JSBAHETO BKIL. TEKECTTA MY,
EKI', 6-mMuHyTeH TecT ¢ HaTOBapBaHEe, KOMMIOThpHa Tomorpadus, IsICHa ChpacyHa




karetepu3anus. (11, 12, 24, 36)

B T.4. HAyYHHM MYOJIMKAIMM OT MOCJIETHHUTE MeT rOJMHHA M MPHUJIoKeHa oudauorpadceka
cnpaBKa

11. Touesa H, M Ion3aposa - IIpotokonun — H30K
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24. Howard LS, J Grapsa, D Dawson et al. Echocardiographic assessment of pulmonary
hypertension: standard operating procedure. Eur Respir Rev. 2012;21(125):239-48.

36. Position paper. The relationship between 6 MWD and clinical outcome in PAH.

BI/IGHI/IOFpa(l)CKaTa CIipaBKa CbC CBOTBCTHHUA HOMEP 3a BCiKa Hy6J'II/IKaI_II/I}I € IIOCOYCHAa B

CIIMCBKA CJIC 3aiABJIICHUCTO.

AJITOPUTMH 32 pexaduauTainus Ha 3a00/19IBaHETO

Ome mpe3 2009 rommna PovkoBoacTBaTa 3a OenoApoOHA XWIIEPTOHHSA MPENOPHYBAT
narreHTuTe ¢ BAX na Obaar cTUMyJMpaHH KbM HM3BBPIIBAHE HAa (PU3UUECKA aKTHBHOCT B
paMKHTE Ha TEXHUTE (PYHKIIMOHATHHA BB3MOKXHOCTH. [TocodBa ce ChIo Taka, ue MalueHTUTE
TpsiOBa Ja M30srBaT M3BBbHPEIHA (HPU3NYECKA aKTUBHOCT, KOSTO BOJAM JIO IMOSIBA HA JTUCTpPEC.
[IpermopbunTeTHO € CHINO MALKMEHTHTE Ja YHpPaXHSIBAT HATOBapBaHE, OCOOEHO aKo ca
OOC3BIDKEHH, IO/ JICKapCcKo HaOmojaeHue. Te3u mpenopbku ca 0OasupaHd  BbPXY
PaHIOMHU3HPAHO MPOYYBAHE, KOETO TOcoYa MOJ00pEeHHE Ha MMOHOCHMOCTTa KbM HAaTOBapBaHE
W TOBHINABaHEe Ha (YHKIIMOHAIHMS KallallMTeT, KAKTO U Ha Ka4eCBOTO Ha JXUBOTAa. Te3u
MTOJIOKUTEITHY TIPOSIBA Cca HAOJIFOJaBaHHM CICIHATHO TPU MAalMEeHTH, KOWTO Ca y4acTBAIH B
nporpaMu C JIO3UPaHO HaTOBapBaHe. J[Be JONBIHHUTEIHM PAHIOMU3UPAHHU W3CIICBAHHMS
myOIMKyBaT TaHHU, KOUTO MTOCOYBAT, Y€ TPCHUPAHUTE MaUeHTH ¢ BAX mocTuraT mo-BHCOKH
HUBa Ha (U3MYECKAa AKTUBHOCT, HAMAJICHHUE HAa TEKECTTa HA yMOpaTa, YBEIUYCHHE B
Pa3CTOSHUETO NPU 6- MUHYTEH TECT C HaTOBapBaHe, MOJOOpPEHNE B KapAWOpEeCTIMpaTopHaTa
GbyHKIHS 1 KauecTBOTO Ha )uBOT. (12, 20, 28, 29, 36)

Ha To3u eram nuncea eqrHEH aaroOpuTHhM 3a pexaOMIUTaLUs TIPU MAIIUEHTHTE ¢ O0emoapoOHa
xunepTonus BKI B EBpona. Hskonko nOynukanuu ot ABctpanus u CAILLl o6o0miaBar tuyHu
pe3yaTaTy, NOJYYEeHHU MPH MAUEHTH ¢ 0eloIpoOHa apTepraiHa XUIEPTOHUS, TIOJUIOKEHH Ha
MIEPUOJUYHO HATOBApBaHE.

OrpaHnyeHusTa Ha MPENOPHKHUTE 32 HATOBAPBAaHE Ca CBbP3aHM BCE OIIIE C JIMICaTa Ha n30paH
ONTHUMAJICH METOJ, WHAWBUAyaIU3HpaHe HUBOTO HA MHTEH3UTET U MPOJBIKUTETHOCT Ha
HaTOBapBaHeTO. PexaOmiMTaliOHHHUTE MPOrpaMH Ha TO3M €Tall TPsOBa Ja ce MpHiiaraT camo
B IIEHTPOBE, KOUTO MMAT ONHUT B Kapauopexadouauramusra. (38)

B wMexnyHapoJeH TUIaH OIlEHKAara HHBaTa Ha COIMAIHA HMHTETpallvs, KakTO |
npodecuoHalHOTO OpUEHTUpaHEe M MpeKkBaTu(UKalMsg ce croMeHaBaT cropaauyHo. [lo
MIPUHIIAIT WIHONIATHYHATa OellopoOHa XUIIEPTOHUS Ce MPOSIBSABA BCE IMOBEYE B CpeaHATa U
Clle]l cpeiHaTa BH3PACT, KAKTO U BKIIOYBAHETO HA HOBH U MHOTO MO-€()EKTHBHH CXEMH 32
JIeUeHHE HaJIaraT M3rpakJjaHe Ha MEPKH 3a ICUXOJIOTHIECKa TTOMOII] Ha TIAIIHEHTHUTE.

B T.4. HayyHHM NMy0IMKALMM OT MOCJEeJHHUTE MeT rOAMHU M NMpHJIoKeHa oudauorpadceka
cIpaBKa
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rehabilitation in patients with pulmonary hypertension. Chron Respir Dis.
2014:11(3):153-162.
BI/I6J’II/IOFpa(1)CKaTa ClIipaBKa CbC CBOTBCTHHUA HOMEP 3a BCiKa l'Iy6J'II/IKaI_[I/I}I € IIOCOYCHAa B
CIIMCBKA CJICH 3aiABJIICHUCTO.

Heo0xoquMu 1eifHOCTH 32 NPOPUIAKTHKA HA 3200/151BAaHETO (AK0 TAKUBA ca
NPHJI0KHUMH)

Crnenuanau npoWIAKTUYHU JEHCTBHS C Jl0Ka3aHa e€(QEKTUBHOCT Cpelly pa3BUTHE Ha
IbpBUYHA /UanonatudHa/ 6e10apodHa apTepraiHa XUIEePTOHUs He ca n3BecTHH. (12)

Cunra ce, ye HIKOU MEPKH OMXa MOTJIM Jia YABJDKAT )KUBOTA HAa ManueHTuTe. TakaBa Mspka e
PAHHOTO JMArHOTHIMPAaHE Ha 3a00JSIBAHETO 4Ype3 CKPHHUHTOBU AJTOPUTMH /KOMOMHHPAHO
exokapanorpadcko u3ciieBaHe U OlleHKa Ha OenoapoOHa GyHKIMsA/ 0COOEHO 3a MAIIMEHTUTE
ChC CKJIepoaepMusi. PaHHO JMAarHOCTHUIIMpAaHE HAa TAMCHTH C MbPBUYHA /HUaMONATHYHA/
OenoapoOHa XWIMEPTOHWS W TpPWIAraHe Ha aJeKBaTHO JIEYeHHEe OM MOTrJo Ja HMa
MOJIOKUTEICH €PEKT BbPXY MOPOUIHOCTTa M paHHATa CMBPTHOCT Ype3 MPEBCHIMS BBPXY
nporpecusita Ha 3abonsBanero. (14, 20) Ha To3u eran riaBHUST CTpEMEX € Ja ce HaMalld
BpPEMETO MEXKIy IMOsiBa HA CUMIITOMATHKa M JMarHo3ara, Kosto € cpeaHo 47 + 34 wmecena,
CIICI[MAJTHO 32 MAI[MEHTUTE C IbPBUYHA /uanonaTuyHa/ 6e10apodHa apTepraIHa XUICPTOHHMS.
ToBa 3a0aBsiHe ce ompenelis OT TPU OCHOBHH (hakTopa: MO BHHA Ha MAIMCHTUTE, KOUTO HE
OTYHTAT BAKHOCTTA HA CHMITOMATHKAaTa; 3a0aBsiHE OT CTpaHa Ha OOMIONPAKTHKYBAIIUTE
JIeKapy, KOUTO HE pa3lo3HABAT PaHHHUTE MPOSIBH Ha 3a00JIIBaHETO M 3a0aBsHE OT CTpaHa Ha
CIEHUAINCTUTE IO OTHOUICHHWE pedeprpaHeTo Ha MANUEHTHTE KbM CICHUATU3HPAHHUTE
uenrpose. (14, 38)

KbM BTOpHYHHUTE ¥ TPETHYHH NPOPHIAKTHYHUTE MEPKHU CE OTHACAT HAKOU OOIIM MPETOPHKU
IpHU TAIMEHTH C W3BECTHO 3a0oJisiBaHe: W30srBaHe HAa OPEMEHHOCT, MMYHH3AIMHU CPEILy
TPUITHHA U TTHEBMOKOKOBH MH(EKIIIH, TICHXOCOIHAIHA TIOJIKPEeTia, JO3MPaHO HATOBApBAHE MO
nekapcko Habmoaenue. (12)

Ha To3m eranm oT pa3BUTHETO Ha HayKaTa W3IOJI3BAHETO HAa TEHOMHKATa M NMPOTEOMUKATA B
KJIMHUYHATa MpaKTHKa 3a paHHa JAMarHo3a U JedeHHe € Bce olle Hemucaumo. J[o u3BecTHa
CTEIeH JuarHoctTuipaHero Ha myranuu B BMPR2 e onpaBmano npu nosiBa Ha (paMuiHa
UAMOTIATUYHA apTepHaIHa XUIEPTOHMs. Te3u MalueHTH UMaT MHOTO TIO-TIOJYEePTaHO TEeXKa
KIMHUYHA ¥ XEeMOJMHAaMHuYHa H3sBa Ha 3a00JsIBaHETO, KOETO BOAM JI0 paHHa M Obp3a
€BOJIIOIMSI KBbM CMBPTEH H3X0JA. AMEPHKAaHCKH pPBKOBOJCTBA CHBETBAT JIEKApHTE Ja
npe/ularaT TeHeTUYHAa KOHCYITalus W TeHETUYHO U3CNe[BaHe IpU NalMEHTH, YHATO
aHaMHe3a TIpelrnojara Haludue Ha HaclencTBeHa wuauornatnyHa BAX. UnenoBere Ha
ceMeicTBaTa B PHCK TpsiOBa Ja ca 3alO3HATH C HAJIMYUETO Ha MYTAlUU, OCOOEHO KOraTo
TUTAHUPAT J1a UMaT Jiena. PenpoaykTuBHATAa MEAMIIMHA TTO3BOJISIBA HSKOJIKO BH3MOXKHOCTH 3a
OpPEBEHIMs TPAHCMHCHUITA Ha HACICJCTBCHA MbpBUYHA /uauonaruyna/ OenoapoOHa
XHUIIEPTOHHSI KbM CIIE/IBAIIITE TIOKOJICHUS. AKO M JIBaMaTa POJUTEIN UMaT MyTaud Ha HUBO
BMPR2, enuHcTBeHaTa BBH3MOKHOCT 3a MPEBEHIUS HA MMOsBaTa Ha JET€ B CEMEWCTBOTO,
3amameHo oT mosiea Ha BAX e cwpmpy3ure aa ObJaT ChbBETBAHM OT BB3IbP)KaHE OT
OpemenHocT. (26, 35)

[TpoexT, cBBp3aH ¢ TMPOBEKIAHE HA TEHETUYHO OazWpaHa NPOQPIIAKTHKA H ITOCIIEIBAIIO0
roJIsIMO MpoyuyBaHe B EBpormeickusi cbio3 upe3 CKpUHHHI MEXJy YJICHOBETe Ha ceMelcTBa
MTOCPENICTBOM eXOKapauorpadus B MOKOW W 10 BpeMe Ha HaTOBapBaHe, NIOKa3Ba OTHOCHUTEITHO
M0-BUCOKA YECTOTa M MPOJBIDKUTETHOCT Ha XUIIOKCEMUYHA PEaKIMs, KaKTO M Ha MosBa Ha
TPUKYCIHUIATHA PETYpPTUTAMsI TpU ycwuine. To3W THIT peakiysi KbM YCHIIME c€ OTKpWUBa NpH
POOHHMHHU, TpU KOUTO ce peructpupar myrtauuu B BMPR2. 3a na ce wmsrpagu obaue
ATOPUTHM 3a MpHUJIaraHe Ha ONpEACTICHN TUAarHOCTUYHHA METOH C POJisi B MPOQHIAKTHKATA
Ha 3a00JI1BaHETO ca HEOOXOAUMU JTOMBIHUTEIHN KIMHUYHU TPOYYBAHUS.
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EI/I6J’II/IOFpa(1)CKaTa ClipaBKa CbC CBOTBCTHHA HOMCP 3a BCAKa Hy6J'II/IKaI_II/I$I € INOCOYCHA B

CIIMCBKA CJIC 3asiABJIICHUCTO.

IIpenno:xkenusi 3a opraHu3auus HA MeIMUHHCKOTO 00C/IYy’KBaHe HA NMAllMEHTUTE U 3a
(puHaHCHpaHe Ha CBHOTBETHHTE [eHHOCTH, CbOOpa3eHH ¢ JeilicTBamiaTa B CTpaHaTa
HOpPMAaTHBHA ypenoda

CpoOpa3HO U3HMCKBAaHUATA, TMOCOYCHHM B EBpPOMENHCKOTO pPBKOBOACTBO 3a OemoapoOHa
XUIIEPTOHMSI, OCHOBHO H3MCKBAaHE € Cb3/laBaHE Ha pEePEpEeHTHULIEHTPOBE 3a MALUEHTH C
OenoapoOna xuneproHus. HeoOXoAMMOCTTa OT TakMBa LIEHTPOBE CE€ OINpENeNs TIaBHO OT
¢dakrta, ye OenoapoOHaTa apTepuanHa XWUIEPTOHHS € psAJKa O0JeCT, HO CbC CEpHUO3HO
OTpaXEHHE B OOIIECTBOTO, THH KaTO 3acsAra TJIABHO WHIWBHIM B AaKTHBHAa BBH3pacT.
JIMarHOCTULIMPAHETO M TJaBHO JICYEHUETO M3MCKBAT BHCOKA KBaIM(UKAIUSA, HEMPEKBCHATO
o0y4eHHe M MOAIbp)KaHe Ha BUCOKO MPO(EeCHOHAIHO HUBO, KOETO HMEHHO CE MOCTUTa Ype3
U3rpaxaHe Ha peQepeHTHH LEHTPOBE, KBIETO C€ aKyMyJUpa OCHOBHHs Opoi HalMeHTH.
Jpyra 1ien Ha pedepeHTHHUTE IEHTPOBE € NMPHEMaHeTO Ha HOBH CITydau, M3SICHSIBAHETO WM,
OLIEHKaTa Ha pUCKa U MPOBEXJaHe HA CTaHIAPTHU U celM(PUYHM U3CTIe/BaHUS 32 OTKPUBAHE
Ha KoHKpeTHaTa Gopma Ha BAX. 3amaua Ha peepeHTHHUTE IIEHTOBE € a MPOBEX1a O0yUCHHE
Ha JieKapuTe, HE3aBUCUMO OT TSXHaTa CHELUATHOCT, 3a O-PAaHHO OTKPUBAHE Ha MAIUEHTH C
OenoapoOHa XHUIEPTOHUS, Ja TPOBEKAAT H3CIENOBATEICKa ACWHOCT M CHTPYAHUYECTBO C
NAIMEeHTCKUTE OpraHu3auuu. ExunuTte B Te3uIEHTpOBe TpsAOBa Jla MMAT JAOCTaThbueH Opoi
MAIMEeHTH, KOUTO Ja OBAATIIPOCIEASBAHMA 10 OTHOILICHWE Ha TYXHHs CTaryc, e(peKT OT
MIPOBEXIAHOTO JICUEHHE M PECHEKTHBHO Ja OTKPHUBAT U Hal-MaJKaTalpoMsiHa B ChCTOSTHHETO
u ¢azara Ha 60onectTa. Cunra ce, ue pehepeHTHUTE IIEHTPOBE TPsOBA /1a MPOCIeaAsIBaT HE MMO-
Mmaiiko ot 50 manuenta ¢ BAX u TpomGoembonyHa OenoipobHa Gosect, 1a AMarHOCTHIHUPAT
W JIGKyBaT HE MO-MaJIKO OT JBaMaHOBH IAllMEHTH Ha Mecell. HsKkou IeHTpoBe choOpa3HO
cneunpukata Ha OOJHUYHOTO 3aBEJEHHUE MOTraT Ja MpociensBaT M mnanueHtd ¢ BAX,
CBBp3aHa C BPOJCHU ChPACYHH MaI(opMaIim.

PedepentHuTe neHTpoBe TpsOBa Ja pas3monaraT C BHCOKOTEXHOJOTHMYHA araparypa 3a
JIMAarHOCTHKA: WHBAa3WBHA KapJUOJOTHYHA JIA0OPAaTOpHUs, MYJITHUCIAWC KOMIIOTHpPHA
ToMorpadus, exokapauorpadus. bBoaHMYHOTO 3aBeneHHME KbM KOETO IPHHAUICKH
pedepeHTHHsT TEHTHP TpsiOBa na pasmojiara ChC CHENIHO OTACNCHHWe, OT/ACICHHE 3a
WHTEH3UBHOKAPIUOJIOTMYHO JIEYEHHUE, OTJAEJCHUE 10 KapJHOJIOTHs, CIEHUATUCTH II0
KapAHOJIOTUS W/WIH CHELHATUCT, NpoduiIupaH KbM 3a00JsIBaHETO, KapAUOJIorT, TpoduanpaH
3a BpOJIEHH chpieuHu Mandopmaruu. PedepentHute meHTpoBe TpsOBa aa MMaT BPBP3KU
CAPYTH MEIMITMHCKH CIIy’)KOM KaTo Hamp. JJabopaTopusi 10 TeHETHKa, CIY)KOU 3a CEeMEHHO
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TUTAHUPAHE, TOCTHIT 0 CHCIIHATMCTH 32 TICHXOJIOTHYECKA M COI[MATHA TTOIKpera.

Ha To3u eran /5 romuHu cien ch3laBaHETO HA 3 pedepeHTHU IeHTpoBe B bbarapus/ He ce
HajaraT JOIBIHUTEIHO BJIaraHe HA MaTePUAIHA WM YOBEIIKH pecypcH. PedepeHTHHTE
1eHTpoBe (YHKIIMOHUpAT J00pe W B pe3yaTaT Ha MIMpPOKa oOpa3oBarenHa IEHHOCT, T UMaT
MOMYJISIPHOCT MEXIy MEJIHUIMHCKATa OOIIHOCT U manueHtute. EdekTuBHOCTTA MM OM MOTIIa
Ja CE YBEIMYU ChC ChYYaCTHETO HAa COLMATHH PA0OTHUIM M TICMXOJIO3W 32 OKa3BaHE Ha
nojkpena. JlonbJIHUTETHO (MHAHCUPAHE MOXKE JIa c€ OOMHUCIIM 33 U3BBPIIIBAHE HA TCHETHYHU
W3CIeABaHMS TPy U30paHy MAIMEHTH, CTIICIIHAITHO MPHU Te3U, KOUTO Ca B JIETEPOJIHA BB3PaCT U
MMaT HaMEepEHHE J1a UMaT Jiela.

OT MeIMIMHCKA IJIeJIHA TOYKAa € HeoOXOJIMMO Jia Ce PEruCTpUpaT Crenu(pUIHNATE TIOMITH 3a
nH(pY3UsT HA MPOCTAHOWIM TPH MAIMEHTH C BJIOIIABANIO CE€ XEMOJAMHAMHUYHO CHCTOSIHUE U
P TE€3U MalueHTH, Kouto ca BbB OK V.

Cp3naBaHeTo HA PETUCThP HA MAUEHTUTE CIBbPBUYHA /waMomatuyHa/  OenoapoOHa
apTepvaiHa XHIIEPTOHHSA € a0COJIFOTHO HEOOXOJHMMO M MOje3HO. Jl[aHHHUTE OT perucrbpa
MOXK€ JIa CE H3IOJI3BAT 3a IENHTe Ha EBPONEHCKOTO KapIUOJIOTUYHO JPYKECTBO U Ja
MO3BOJIST Pa3BUTHE HA (pyHIIAMEHTAIHA HayYyHA JCHHOCT. PErucThpbT OM MOTBJI J1a BKIIOYBA
CBII0 W TAIMCHTH OT JPYrd KIATUu(PUKANMUOHHN Tpynu Oe’noapoOHa XHWIEPTOHUS U
CIIEIHATHO MalMEeHTHTE ¢ O0enoapodeH TpoMOoeMO0n3bM /rpyra 4/.

3a mpakTUYECKH IIeTH, KaKTO W 3a IenuTe Ha Perucrtbpa, € qo0pe a ce BbBeIaT CIWHHU
dbopmynu /Hamp. ¢popmyIia 3a pUCKOBa MPEIUKIHs Ha3a0osaBaHeTO 0T DpeHCKH HAIMOHAICH
perucThp/ 3a OICHKAa Ha TMPOTHO3aTa, CBOJIONHMATA HA 3a00JIIBAHETO M  CBEHTYAIHO
MPUIIOKCHNUE B CUCTEMHU CKPUHHHIOBHU Iporpamu. BbBex/1aHETO Ha CKOPOBE ChC CUTYPHOCT
1€ MOA00pY KIIMHUYHOTO TPOTHO3HPAHE.

OnucaHue HA ONMUTA ¢ KOHKPETHH MAIMEHTH ChC CHOTBETHOTO PSAAKO 3a0oisiBaHe (aKo
HMa TAKbB)

B P. Bbowarapus ot nHauanoro Ha 2011 ronmnHa QyHkuMoHupar 3 OCHOBHU pedepeHTHU
LEHThPa, KOMTO MPAKTUUECKH HM3MBIHSABAT YCIOBHATAa MOCOYEHH Mo-rope. PedepentHute
LIEHTPOBE ca Ch3JIaJICHM 3a JUArHOCTULIMPAHE, JICYEHHE U IPOCie/IBaHe IJIaBHO Ha MallMeHTH
C I'bpBUYHA /UAMONATHYHA/ Oe’aoApoOHA XUIEPTOHMS, CHHIPOM Ha AM3eHMEHrep u
OenmonpoOHa XWUIEpPTOHMSA, CBbp3aHa CbC ckiepoaepmus. Pedepentuure nenroe B P
beirapus uMar 3aada ChIIO Taka Ja MOATOTBAT MPOTOKOIH 32 U3BBHOOJHUYHO JICUEHHE Ha
Te3u nanueHTu. OOmuAT Opoil MarMeHTH ¢ MbPBUYHA UIMONIATHYHA OeloApoOHa apTepuanHa
XUIIEPTOHMSI, IPOCIIE/ISIBAHN B IIGHTPOBETE B MOMEHTA, € 93.
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