NHO®OPMAILINA 3A:

HaunMeHnoBanue Ha 3a00/11BaHETO

Cunapom Ha AiizeHMeHrep - OenoapoOHa apTepuaiiHa XWMIIEPTOHHS, CBbp3aHa C BPOJCHA
cbpaeyHa Mmangopmanus, rpyna I or Knacuduxanusara na benoapoOGHa aprepuanHa
xunepronus - 1.4.4

Onpenesienne Ha 3200J11BAHETO

CunapombT Ha Aiizenmenrep /CA/ mpencrtaBisiBa HampedHada ¢opma Ha OeioapoOHa
aprepuanna xunepronus /BAX/, cBbp3ana ¢ BpojaeHu chpaeunu Mandopmanuu. (2, 14)
benonpoOHa XUnepToHUS MOXKE Jla ce pa3BHE BHB BCEKU €Tall HAa €BOJIIONHS Ha BpOJEHATA
cbpaeuHa Mandopmanus. benogpoOHarta XUNEpTOHHS B TE3H CIydyad HE Ce pasziuyaBa
CTHOJIOTUYHO W IMATOTCHETHYHO OT IbpBUYHATA /uauonaruuna/ OegoapoOHa apTepuaiHa
xunepronus. Hanuie ca o6aye ChIIeCTBEHH Pa3IUKU MO OTHOILIIEHUE HAa MaTOMU3UONOTHITA U
nedyeHuero Ha asete popmu. Hampumep, namuenture cbec CA Morar ga MMar XeMOIITH3a,
MO3BbYHH CHJAOBU YCIOXKHEHUS, MO3BYHH a0CIiecd, BTOPUYHA EPUTPOLINTO3a M aHOMAIIUU B
KoaryJanusara u Ipyrd npoOiemMu, acCOUUUpaHy ¢ HaMajeHaTa ThKaHHA OKCUTEHAIUs, KOETO
He ce HaOJIro1aBa NpH IMbpBUYHA /uauonaTuyHa/ BAX.

ETtnonorusita Ha BAX, odopmena Ha 0a3ara Ha BpPOJCHU CHPACYHU MajdopMaiuu, ce
CBBp3Ba MPEAMMHO C HajJM4We Ha TOJIEMU MHTpa- M EKCTpakapIuaiHu Ae(PEeKTH, KOUTO
3aro4YBaT KaTo CUCTEMHHU KbM O€OJAPOOHHM IIBHTOBE U MPOTPECHUpaAT C BPEMETO KbM TEKKO
MOBUIIIaBaHE HA OET0IPOOHOTO CHIOBO CHIPOTUBICHHUE, KOETO OT CBOSI CTpaHa pe3yiaThpa B
T.Hap. OOpbINaHe wWiIM OWjaTepalHO WIBHTUPAHE C TM0sSBa HA I[MAaHO3a, BTOPUYHA
€pUTPOLINTO3a, MYIATHUIUIEHO OpPraHHO BKItouBaHe. Paszputue Ha OenoapoOHa aprepuaiHa
XUNIEPTOHUST MOXKE Jla ce HaOJoJaBa W MPHU MANUEHTH C KOPUTHUPAHU BPOJICHU CHPIACUHH
Mandopmaruu. [lpubmmzurenno 50% OT BCHYKM MAallMEHTH C TOJEMH HEKOPUTHPAHU
MexaykaMmepHu aedext, 10% oT manueHTUTe ¢ MeXIyNpeAChpAEH 1e()eKT U OYTH BCUUKU
MAIMEHTH ¢ HEKOPUTUPAH TPYHKYC apTepro3yC UMAT TOJISIM PUCK OT pa3BUTHE HAa CHHAPOM Ha
Aiizenmenrep /CA/. BuabT Ha noiexamus AeQekT € H3KIYUTETHO BaXeH B
MIPOTHOCTUYHO OTHOUIEHWE. JlaHHW, CBHUAETENCTBAT, Y€ MALMEHTH C MEXAYNPEeAChpPACH
neeKT ce pazauyaBar 10 OTHOILIEHHE €BOJIIoLMATAa Ha OenoapoOHaTa chJoBa KOMIIOHEHTA,
CpPaBHEHHU C MAIMEHTH ¢ MekaykamepeH nedekr. [losBara Ha XxeMOoAMHAMUKa Ha CUHAPOM Ha
Ali3eHMEHTep BOJIU N0 yBeJlWueHue Ha cMbpTHOCTTa OT 10 — mo 12 mbru. CTpyKTYypHUTE
MpOMEeHU B OenoApoOHaTa MUPKYIAUS Ca KOJTUYECTBEHO MOAOOHM MPH BCUYKU (HOPMHU Ha
BAX, HO Te Morar ma ObIaT KaueCTBEHO pa3IMYHU. Te€3W pa3IMKK MOTaT /a BH3HUKHAT Ha
0azaTa Ha 3ama3eHaTa WHUILMATHO JECHOKaMepHa QYHKIHS U JaedapacupaHeTo Ha
MOBHUIIEHOTO HAJISITAHe Ype3 JSICHO-JISAB MIBHT. (2, 4, 11)

Jmarno3ata OemoapoOHa XWIEPTOHHMST CE€ OCHOBaBa B HAYaJOTO Ha KIMHUYHATA
CUMIITOMATUKAa W (QU3MKATHUSA mperyien. KiuHuYHaTa CHUMNTOMATHKA IO TPUHIMI HE €
crnenuduIHa U MOXKE Ja BKIIOYBA OIUIAKBaHHS OT 3aJyX, yMOpa, claboCT, aHTWHA, CyXa
KalllJTMIla ¥ CUHKOIAJHU TIPOSBH, CBBP3aHU C IMOJyIeKaIlaTa BPOJICHA KapauOTaTHSI.
CuUMIITOMHTE B TTOKOHM Ce U3SBSIBAT CaMO NP HaMpeaHAIN CIIyYau.

JleyeHneTo Ha MaMEHTHUTE ChC CUHAPOM Ha AN3EHMEHrep HM3MCKBA KOMILJIEKCHOCT, KOATO
BKJIIOUBA HayaJ HA OIICHKA Ha TEXKECTTa Ha 3a00JIIBaHETO, MEPHOJUYHA OllEHKA Ha e(eKTa OT
JIEYCHUETO, MEIMKAMEHTO3HO JICYEHUE W/WIIM XUpyprudeckoieueHre. B MoMeHTa ce mpuema,
4ye JICUEHHETO WMa TPU OCHOBHM HAmNpaBIEHUS: OOIMIM MEPKH - KHUCIOPOAOTEpAIus,
(dbneboToMus, >KENEe3HW TMpernapaTd, MOAAbpXKama Tepanus. Bropara cThIKa BKIIOYBA
crnenupuUIHA MEINKaMEHTH, YTBBPJACHU 3a JIeUeHHe Ha OenoApoOHa XUIIEPTOHUS BHOOIIE,
ChOOpa3HO MPOTHOCTHYHUS PUCK. TpeTaTta CThIIKA BKIIOUYBA: KOMOMHAIIMKM OT MEIMKAMEHTH,
WHTEH3WBHO JICYCHHUE, MHTEPBEHIIMOHATTHU METOH, KapArnoOenoapoOHa TpaHCIUTaHTalus. 3a
paznuka oT n1bAX He ce mpenopbyBa JICUCHHUE C KAJIIMEBU aHTAarOHUCTH.




Yerupunudpen kox Ha 3adosasiBanero no MKb-10 (ako TakbB e HaJlu4eH)

Q21.8 — npyru BpoicHH aHOMAJIMU Ha ChpJIeYHaTa Mperpajaa

Kox Ha 3a60asBanero no Orpha code

ORPHA97214 - Eisenmenger syndrome

Enuagemuosiornynu 1anHu 3a 3adossipaiero B Penyoinka boarapus

EnunemMuonornyHuTe JaHHM 32 Pa3lpOCTPAaHEHOCTTa Ha CHUHApPOMa Ha AMN3EHMEHrep ca
0azupar BbpXY CIOPATUYHU MIPOCIICASIBAHUSA, TAHHA OT OOJHUYHU WH(POPMAIIMOHHUA CUCTEMHU
/rnaBao BUC na MBAJI ,,HKB” EAJI/, KTMHUYHN H3IUTBAHUS.

3a mppBH WHT OT Havasoro Ha 2013 romWHa BB3 OCHOBA HAa WU3IPAJICH AITOPUTHM H
pedepenTHr 1ieHTpoBe B P bhirapus ca uaeHTHGUIIMPaHU OKOJIO 63 MarMeHTH ¢ CHHApOMa
Ha Aiizeamenrep. (1, 2)

Cratuctudeckure qaHHHU codat, 4ye 10% oT Bb3pacTHUTE C BPOJEHU ChPACUHU MajhopMaIuu
Morat Ja pas3BusAT OenoapoOHa XHUIEPTOHUS, HE3aBUCHMMO OT IIporpeca Ha ChpicyHATa
XUPYprusi U JAWArHOCTUKA. XHUPYPrUYHO JIEUEHUE IPU MMALUEHTH C BHCOKO OenoApoOHO
CBIIOPTUBEHHE U JIOKAa3aHa BPOJICHA ChpjcuHa Ma(hopMallHs € U3KITIOYUTEITHO PUCKOBO. AKO
0e101p0oOHOTO CHIIPOTHBIICHHE OCTAHE BHCOKO CJIE]] ONIEPATUBHO JICYCHHE IPOTHO3aTa OCTaBa
nomta. [Touru 25% OT Te3u MAIMEHTH YMHPAT.

JlaHHM 3a CMBPTHOCTTa MEXKAY OBJIrapckara TIOIyJanus MalueHTH ce 0a3upar BBPXY
n3rounuim Ha H30K, choOpa3zHo Opost Ha 00XBaHATHTE 3a JICYEHUE JI0 MOMECHTA MAIMECHTH C

Ailizenmenrep cunapoMm. Jlo MOMeHTa ca mo4yuHaiu 4 MalueHTH, KOETO ChCTaBJIABa OKOJIO
6%.

B T.4. HayyHu My0JMKANMH OT MOCJEAHUTE MeT ITOAUHU U NMPUWIo:KeHa Oubauorpadceka
cIpaBKa

1. Touesa H, M. [lonzapoga - [Iporokonu — H30K

2. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension

4. Beghetti M, C Tissot. Pulmonary hypertension in congenital shunts. Rev Esp Cardiol.
2010;63(10):1179-93.

11. Ivy DD, SH Abman, RJ Barst et al. Pediatric pulmonary hypertension. J Am Coll Cardiol.
2013;62(25):D117-26.

14. Dimopoulos K, SJ Wort, MA Gatzoulis. Pulmonary hypertension related to congenital
heart disease: a call for action. Eur Heart J. 2014;35(11):691-700.

bubnuorpadcekara crpaBka ¢bC CHOTBETHHS HOMEpP 3a BCsKa IMyONMKanus € MOcouYeHa B

CIIMCBKaA CJIC 3asABJICHUCTO.

Enunemnos1ornyHu JaHHu 3a 3a00isBaHeTo B EBponeiickus ¢b103

Jlanau 3a 3a0onsBaHTeo B EBpomeiickusi cpio3 Morar na ObAaT MOJYyYeHU OT MO-TOJEMHTE
pErucTpu Ha OTAETHUTE CTpaHu. (2, 12)

[Ipe3 mocnegaute 50 rogunam, yecrotata Ha CA B 3anagna EBpoma e Hamanena ¢ okoisio 50%,
BbB BpPb3Ka C BBBEXKJAHETO HAa HOBM METOJIM B ChpJAEYHATA XUPYpPIrHsl W IeAuaTpuyHaTa
kapauosnorus. KiuHu4yHata oLleHKa M JIeYeHHEe TPAJAMIMOHHO CE€ OCHOBaBaT BBPXY
NAJIMATUBHU TPYKM M NOoIbpkalla Tepanus. Jlanuu ot EBponelicku perucTsp nocousar, ue
okoJi0 53% OT malueHTUTe C BPOACHH HEONEepUpaHH ChPJECYHH Maj(popMaliuy, pa3BUBAT
CA. TIpoGiembT €, 4ye U TIpU HIKOU OINEPHUpAHM MALMEHTH ce HalOoJaBa MPOrPECHBHO
MOBUIIIaBaHE Ha 0e0IpOOHOTO HaJsTaHe, BBIIPEKH yCMellHaTa XUpypruyecka Hameca /Hamp.
npu 12% oT manueHTHTe ¢ KOPUTUpaH MEXIynpechplacH aedext/.

[To mpuHIMI CMBPTHOCTTA € Hal-BUCOKA MPH MallMEHTH ChC CUHAPOM Ha Ail3eHMeHTep /Bb3
ocHoBa Ha jgaHHH oT Euro Heart Survey/ - 20,6%. MHOro BHCOKa € ChIIO 4YecTOTaTa Ha
rojsiMO KbpBEHE NpH MAlMEHTH C IIMaHO03a U MPOSBHU Ha cUHApoMa Ha Ailzenmenrep - 17%.
XONaH/ACKU PErHCTBp OIpeeNs ToAMIIHATa 3a00JieBaeMOCT OKoJo 63,7 ciyyas Ha eIuH
MUIHOH Hacenenwue.(2, 4, 5, 10)

IIpexxnBsieMOCTTa Ha MAaLMEHTUTE ChC CUHApOoMa Ha AlizeHMeHrep 3a 1, 3 m 5 rommHa ot




JIMAarHOCTUIIMPAHETO € ChoTBETHO 92,3%:; 83,8 % u 56, 9 %. (5)

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

2. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension
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2010;63(10):1179-93.
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12. Engelfriet PM, MG Duffels, T Moller et al. Pulmonary arterial hypertension in adults
born with a heart septal defect: the Euro Heart Survey on adult congenital heart disease.
Heart. 2007;93(6):682-7.

EI/I6J’II/IOFpa(1)CKaTa ClipaBKa CbC CBOTBCTHHA HOMCP 3a BCAKa Hy6J'II/IKaI_II/I$I € INOCOYCHa B

CIIMCBKaA CJICH 3asABJICHUCTO.

OuneHka Ha CHLOTBETCTBHETO Ha 3a00/IsIBaHETO ¢ JAe(PUHULMSATA 32 PSAAKO 3a00JisIBaHE
chriacHo § 1, 1. 42 oT 1ONBJIHUTEIHUTE pa3nope0u Ha 3aKoHa 3a 31paBeTo

YectoraTa Ha OenoapoOHa apTepualiHa XWUIEPTOHHUS, CBbp3aHa C BPOJEHM AHOMAIMU Ha
ChpJieuHaTa mperpaja — CuHApoM Ha AlzenMeHnrep B P. bwirapus, onpeznenena Bbpxy Opost
Ha oOxBaHaTuTe nanueHty ot 2013 roauHa Hacam, Ha'BJIHO OTTOBapsl HAa M3UCKBAHUATA 3a
,»pAIKo 3abonsBane”, neduHupanu B 3akoHa 3a 3apaBero Ha M3 /14 3abomenu Ha 1 MIIH.
HacelneHuel.

Kputepun 3a imarsocrunupase Ha 3a00J11BaHeTO

Jlnarno3ata Ha OenoApoOHaTa XUMNEPTOHHS ce Oa3upa BBPXY KIMHHUYHUTE MPOSBH Ha
BpOJIeHATa ChpJeYHa MajudopMmarus u (QYHKIIMOHATHUTE HU3CleABaHUSA. Bb3 OCHOBa Ha TAX
PwkoBoacTBOTO Ha EBpOMENHCKOTO KapAHOJIOTHYHO APY>KECTBO MPEMOpbuBa M3TpakJaHe Ha
JUArHOCTHYEH aJITOPUTHM Ha JIMarHOCTUIHA CTPATETHS.

Cumnromarukata Ha OenoapoOHaTa XUMEPTOHHUS TMPH CHUHApPOMa Ha AWN3EHMEHTep He €
cnenuduyHa :1[MaHo3a, 3a1yX MpU yCUIIUE, yMopa, ciadbocTt, O0JIKH, cyXa KallUIhIla, CHHKOIIH,
KpbBOM3MMBH. l[IposiBUTE Morar aa ObIaT MOAUGUIIUPAHUA B 3aBUCUMOCT OT €THOJIOTHYHUTE
MIPUYMHU, ¢ KOUTO C€ CBBp3Ba MOsABATA HA 3a00JIIBAHETO M JAJIA MAIIUCHTHT € MOJIOKEH Ha
KOpHUTHpAIIlla BpOJIeHaTa Kapauonatus onepanus. (2, 12)

OCHOBHUTE HM3CIICABAHUS, BHPXY KOWTO CE OCHOBaBa JMArHO3ara ca: eJIeKTpOKapauorpama,
peHTreHorpadus, exokapauorpadus, TecTTOBe 3aenoApoOHa (YHKIHMS W Ta3oB aHAlu3,
KOMIOTBPHA TOMOTpadusi, SIPCHO-MarHUTEHPE30HAHC, KPABHUTECTOBE MUMYHOJIOTHS, JISICHA
ChpJIeUHa KaTeTepu3alrs ¢ Ba3OPEakTUBEH TecT, OenonpoOHa anruorpadus. KomOunanusara
OT JaHHH TIO3BOJIABA TAIlMCHTHTE Ja ObJaT KiIacH(UIMpaHH KAaTO TaKWBa C BHUCOKa,
WHTEpPMEIUEpPHa W HHCKAa BEPOATHOCT 3a OenoipoOHa xumepTtoHus. JlscHaTa chpjedHa
karerepusarus /JICK/ e HeoOxoauMa 3a TOTBBp)KIaBaHE guarHo3ara Ha OenoapoOHa
XUMEPTOHHUS, 32 OI[EHKA Ha TEKECTTa Ha XEMOJUHAMUYHUTE U3MEHEHUS U 32 U3BBPIIBAHE HA
BazopeakTuBeH TecT. JJCK ce u3BbpIIBa B €KCIEPTHU LIEHTPOBE 3a JIWArHo3a, JEYeHUe M
mpociensBaHe Ha TAalMeHTH ¢ OenoJpoOHAa XHUMEPTOHHS Clie[] CIHEeIUaliHA OIleHKa
CHCTOSIHUETO Ha marienTa. (4, 8)

JIMarHOCTUYHUSAT AITOPUTHM CTapTHpa BeIHAra P CYCHEKIIUs 3a MPOMsIHA B 0e10ApOoOHOTO
HaysiraHe. B ciydyan Ha BUCOKa WM MHTEPMEIMEPHA BEPOSTHOCT 3a 0€I0IpoOHa XUITEPTOHUS
/knmuanyna cumnromatuka, EKT, pentreHorpadus, KoMmoThbpHa ToMorpadus/ ce yTodHsIBa
BB3MOKHOCTTA 32 JIOMIBJIIHUTEITHO ChydacTHe Ha OOJIECT Ha JIIBOTO ChpIle WM Pa3BHTHE Ha
apyro OemonpoOHO u/uiaM cbhAoBO 3alonsBaHe. [lpu Hamuume Ha Texka OenoapoOHa
apTepuagHa XHUIEPTOHMs /IeCHOKaMepHa ITUCYHKIMS M M3KIIOYBaHE Ha OemoapoOHa




Oostect/, MalMEHTHTE CE HACOYBAT KBbM EKCIIEPTHH LEHTPOBE, KBACTO 3aIb/KUTEIHO CE
M3BBPIIBA JSICHA ChpPJCUHA KaTeTepusius. EKCIIepTHUTE IIEHTPOBE ONPEACAT TEKECTTa Ha
3a00/I5IBAHETO MPH IMALUCHTH ChC CHHAPOM Ha AWM3CHMEHIep M KOHKPETHHS PHCK IPH
OTJICJTHUS MAIMCHT /BJIOIIaBaHe HA 3a00JsIBAHETO U HacThIBaHe Ha cMbpT/. (1, 2, 8, 12)

B T.4. HayYHH NMyOJMKAIMU OT MOCJEIHUTE MeT rOAUHU U NMPUIoKeHa oudauorpadceka
CrpaBKa
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bubnuorpagdcekara crpaBka ¢bC ChOTBETHHS HOMEpP 3a BCsKa IyOIMKanus € MOCOouYeHa B

CIIMCBKa CJIC 3asABJICHUCTO.

AJ'Il"OpI/ITMI/I 34 JMArHoCTHIIMpPAaHEe HA 3200/11BAHETO

AnropurbMBT 3a JAMarfHo3a Ha 3a0oisBaHeTo OenoJpoOHa XuIepToHUs Ha Oa3ara Ha
Ailizenmenrep cunapoM, bbarapus e 6asupan BbpXy PbkoBoacTBoTO Ha EBpomneiickoTo
Kap/MOJIOTUYHO JPYXKECTBO U C€ H3MOJ3BAa KaTO 3aJbJDKUTEICH KpUTepui 3a
uaeHTuGUIMpane Ha 3aboisBaHeTo B jnokyMeHTHTe Ha H3OK. AnropurbmMbT BKIIOUBA!
OLIEHKa Ha CUMITOMaTHKarta, (usukaieH npernesn, wuscnensanus /EKI, exokapauorpadus,
PEHTICHOBO M3CIIeABaHE, APYrH oOpazHu Metonw/. IIpm BucCOka MM Haawmdue M300II0 Ha
BEPOSATHOCT 3a OenoapoOHa XWUIEPTOHMSA, MAIMEHTUTE ce pedepupar KbM EKCIEepPTHU
LIEHTPOBE 3a OCHIIECTBABAHE HA CIIELIMAIHU U3CJIE/IBaHNS U OKOHYATEIHO MOTBbPKIaBaHe Ha
nuarHosara. (2, 4, 6)

B T.4. HayyHu My0JMKANMH OT MOCJEAHUTE MeT FOAUHU U NMPUJIo:KeHAa Oubauorpadceka
cIpaBKa

2. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension

4. Beghetti M, C Tissot. Pulmonary hypertension in congenital shunts. Rev Esp Cardiol.
2010;63(10):1179-93.

6. Berger RM, M Beghetti, T Humpl et al. Clinical features of paediatric pulmonary
hypertension: a registry study. Lancet. 2012;379(9815):537-46.

EI/I6J’II/IOFpa(1)CKaTa ClipaBKa CbC CBHOTBCTHUA HOMCEP 3a BCAKa Hy6J’II/IKaI_II/I$I € INOCOYCHa B

CIIMCBKaA CJICH 3adABJICHUCTO.

AJITOPUTMH 32 JieYeHHe Ha 3200JI5IBAHETO

W3rpaxaHeTo Ha TepaneBTHYEH aJIrOpUTHM 10 OTHOIIEHHE Ha OenoapoOHaTa apTepuaiHa
XUMEPTOHUS BKJ. CHHIPOM Ha AM3eHMeHrep, craptupa omie npe3 1998 ronumna Ha 2-pus
CBETOBEH CHMIIO3UYM IO BBpIIpOcUTe Ha OenoapoOHa xunepTonus B EBuan, @pannus. Iler
TOJUHHU TO-KbCHO Ha 3-THSI CBETOBEH CHUMIIO3UyM B MTanus anropurbMbT 3a JeueHUe Ha
BAX ce oOorarsiBa M pa3lIMpsiBa, BKIIOYBAWKM HOBH MEIUKAMEHTH U JIEYEOHU MOJXOMM.
Brorpekn mporpeca BBB (hapMakoTepamnusTa,CBbp3aH C HaMaleHHEe Ha MOpOHMIHOCTTa U
CMBPTHOCTTA, MEPCUCTUPAHETO HA JIUMUTHUPAILIY CUMIITOMH U JIOUIMS M3XOJ BCE OILE Ca BbB
¢dokyca Ha BHUMaHUETO. JIedueOHUAT aNropuThM B MOMEHTa MOXKE J1a ObJie pa3riiexiaH B TpU
OCHOBHU TOCOKH: OOILIM MEPKH /pexaduinTanusi;HaToBapBaHe, MCUXO0COIHaIHA MMOAJIPHKKA,
OpeMEeHHOCT, BaKCHHAIMW/, TONABPXKAIIO JICYEHHEC AaHTUKOATYJIaHTH, JUYPETHIIH,
JTUTUTAINC, KUCIOPOA, H3rpaxaaHe Ha pedepeHTHH LIEHTPOBE, OCThpP Ba30pPEaKTUBEH TECT,
XPOHUYHO JICYEHUE C KAJIIUEBH AHTATOHUCTH; CHEHM(PUYHO JIeYeHHEe — MOHO- WM JIBOHHA
KOMOMHAIMsI OT MEIUKAMEHTH C BIHUSHME BbPXY NaTOQU3UOJOTMYHUTE BEPUTH HA




3a00JIIBaHETO; OIIEHKa Ha TMPUIOKEHOTO JIEYeHHE — KIMHUYEH OTrOBOpP KbM TEpamusra,
M3rpaXxKlaHe Ha HOBH KOMOMHAIIMK OT MEAMKAMEHTH, APYI'H MHTEPBEHIIMOHAIHH MPOLEIYPH.
(2,4,9,10)

OOmmre Mepku 3a JiedeHne Ha BAX BKIIOUBAT :MPENoOpbKU 3a U30sirBaHe Ha OPEMEHHOCT,
MMYyHM3AllMM, TICUXOCOLMATHA TOJKpena, TEeCTOBE C JI0O3UPAHO HaTOBapBaHe, IpHU
HEOOXOAMMOCT OT IIJJaHOBAa XHUPYpPTUs Ja Cce U3MO0J3Ba emuaypajHa aHEeCTe3Hus,
kucnoponpotepanus. [Ipenopbkure 3a NPUIOKEHHWE HA MOMIbPXKAILO JIEYCHHE BKIIOYBAT:
U3IIOJI3BaHE HA JUYPETHUIH, KHUCIOPOJOJIeUeHHE, MEPOPATHH aHTUKOAryJaHTH, KOPEKIUs Ha
noanexama adHemus. [lanmeHTuTe OOMKHOBEHO CTapTHpaT JI€UEHHE C MOHO- WIU
KOMOMHHMpaHa Tepanus C EHOTEIMH-PElENTOpPeH  aHTaroHucT, ¢ocdoauecrepaznu
WHXUOUTOPHU W/WUIM TIPOCTAHOUIH, B HAKOU CIy4au ce IpernophyBa jeueHue ¢ |P-penenropen
AQHTAaroHUCT. AITOPUTHMBT Ha JiedeHue /2015 ronuna/ nepuHupa epuracHoCTTa Ha Tpyrara
MIPOCTAHOMIM BH30CHOBA HA KOATO CEUI3TPpakia JieueOHaTa cxema MpH MalueHT! ¢ H30CTPSIHE
Ha 3a0oisBaHeTo Wi npu nanueHntd B IV ®OK. B anropurmuuynaTta cxema ce ompenens
e(pUKaCHOCTTa Ha MOCJIEIOBATEITHOTO BKIIIOYBAHE Ha KOMOMHAIUS OT MEAMKAMEHTH WJIM Ha
€THOMOMEHTHOTO BKJIFOUBaHE Ha JIEKapCTBEHU KOMOMHanuu. EnHa oT BakHHUTE QYHKIUU HA
pedepeHTHHUTE LIEHTPOBE B JIeYEHUETO Ha manueHTuTe ¢ BAX e mpemuHaBaHe B cieaBamara
CTBIIKA Ha JIEYEOHMS] ANTOPUTHM T.€. ONpEIeNsiHE HEe0OXOTUMOCTTa OT H3BBLpIIBAaHE Ha
CENTOCTOMHMSI WJIH TIPEMHUHABAaHE KbM ChpJcuHa W/uiu O0enoapooHa tpanciantanus. (1, 4, 6,
7,8,11)

[TaneHTHTE CHC CHHAPOM Ha AMN3EHMEHrep MPAKTUYECKH HWMAaT HMJICHTHYCH Ha JPYTUTeE
Ipyny ManueHTu ¢ Oe’noapoOHa XUMEPTOHMS aNTOpPUTHM Ha JjedeHue. Hamume ca Hakou
0CcOOEHOCTH : AaHTHUKOATyJAHTH C€ NPENophuBaT B CIlydauTe, MPH KOUTO HE € Halro/aBa
XEMOIITOe, KHCIOPOAOTEepanusiTa € MO3UIMOHUPaHa B OCHOBHATa CXema, KOMOWHAIUS OT
MEIWKAMEHTH € IMPernopbhunTesiHa, 003eHTaH U aMOPU3EHTAaH Ca MO3UIMOHUPAHU CIICIUATHO
nopajau Hail-moOpu pe3ysTaTH. KaJlMEeBUTE aHTarOHUCTU ca 3abpaHeHn OCHOBHaTa LieNl Ha
JICYCHUETO € TOBHUINABAaHE Ha TPEKUBIEMOCTTa M TOJ0OpSBaHE KAuyeCTBOTO Ha >KUBOTA.
JleueOHUTE CXEMHU Ca OLICHEHU Ype3 paHIOMU3UPaHU KJIMHUYHU IPOYUBAHUS.

B anroputmmuHaTta cxema ca TOCOYEHH CaMO MEIUKAaMEHTH, O(HUIMAIIHO YTBBPACHU 32
JiedeHne Ha 0enoApoOHa XUIIEPTOHUS OT peryinatopuurte opranu - EMA u FDA. (4, 5, 9, 13)

B T.4. HayYHu MyO0JMKAIMH OT MOCJEAHUTE MeT rOAUHU U NMPUWIo:KeHAa Oubauorpadceka
cIpaBKa

1. Touesa H, M. Llon3apoga - IIporokonu — H30K

2. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension

4. Beghetti M, C Tissot. Pulmonary hypertension in congenital shunts. Rev Esp Cardiol.
2010;63(10):1179-93.

5. Beghetti M, N Gali¢. Eisenmenger syndrome a clinical perspective in a new therapeutic
era of pulmonary arterial hypertension. J Am Coll Cardiol. 20093;53(9):733-40.

6. Berger RM, M Beghetti, T Humpl et al. Clinical features of paediatric pulmonary
hypertension: a registry study. Lancet. 2012;379(9815):537-46.

7. Buck ML. Update on Therapies for Pulmonary Arterial Hypertension in Children. Pediatr
Pharm. 2013;19(6)

8. D'Alto M, VS Mahadevan. Pulmonary arterial hypertension associated with congenital
heart disease. Eur Respir Rev. 2012;21(126):328-37.

9. Diller GP, R Alonso-Gonzalez, K Dimopoulos et al. Disease targeting therapies in
patients with Eisenmenger syndrome: response to treatment and long-term efficiency. Int
J Cardiol. 2013;167(3):840-7.

10. Dimopoulos K, R Inuzuka, S Goletto et al. Improved survival among patients with
Eisenmenger syndrome receiving advanced therapy for pulmonary arterial hypertension.
Circulation. 2010;121(1):20-5.




11. Dimopoulos K, SJ Wort, MA Gatzoulis. Pulmonary hypertension related to congenital
heart disease: a call for action. Eur Heart J. 2014;35(11):691-700.

13. Hebert A, SJ Annette, L Idorn et al. The effect of Bosentan on exercise capacity in
Fontan patients; rationale and design for the TEMPO study. BMC Cardiovascular
Disorders 2013, 13:36.

bubmmorpadckara crnpaBka cbC ChOTBETHHS HOMEp 3a BCSKa IyOJHKAIMs € MOCOYeHa B

CIIMCBHKA CJIE 3asBJIICHUCTO.

AJIFOpI/ITMI/I 3a IpocCjaecasiBaHe Ha 3200/15IBAHETO

B EBporielickoTo pbKOBOJICTBO 3a 0€J10ipo0Ha XUITEPTOHHUS CICIIMAIHO BHUMAHHUE ce 00phIa
Ha MIePHOMYHA OI[CHKA Ha TEKECTTa Ha 3a00JSBaHETO MPU BCEKH KOHKPETEH MAIUEHT, KOSTO
Ce M3BBPINBA 3aIBJDKATEITHO B peepeHTHUS eHbp. PeepeHTHHTE IEHTPOBE OTTOBAPST U 3a
MpoCieIsBaHe Ha MAIUEHTUTE C 0elloJpoOHa XUIEPTOHUS. ANTOPUTHEMBT 3a MPOCIE/sIBaHE
BKJIIOYBA : IEPHOJMYHA OICHKA HE3aBUCHUMO OT CBHCTOSHHMETO HAa IMalHMeHTUTEe mpe3 3-6
Mecela, npocieasBane Ha 3-6 Mecella 3a OLICHKAa Ha KJIMHUYHUS OTTOBOP KbM JIEYEHUETO
W/WIM TpH MPOMsiHA B JjiedyeOHaTa cxema, IMpOCieasBaHe NMPpU KIMHHYHO BiolnaBaHe. [Ipu
BCAKO SIBSABAHEC HAa IMAllUCHTUTE B peQEepeHTHUS ICHTHP C€ HM3UCKBA HW3BBPIIBAHE Ha!
MEIMIIMHCKA OICHKAa Ha eTara Ha 3a0oisiBaHeTo BKJI. Texectra My, EKI', 6-MuHyTEH TecT ¢
HATOBapBaHEe, KOMITIOTHEPHA TOMOTpadus, U ClIe/ CIeIHaIHA MPEIICHKA U WHIUKAIIUH - JISICHA
chbpaeuHa Karerepusaius. (2, 4,5, 11)

B T.4. HayYHu My0JMKANMH OT MOCJEAHUTE MeT I'OAUHU U NMPUWJIo:KeHAa Oubauorpadceka
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5. Beghetti M, N Gali¢. Eisenmenger syndrome a clinical perspective in a new therapeutic
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EI/I6J’II/IOFpa(1)CKaTa ClipaBKa CbC CBHOTBCTHUA HOMCEP 3a BCAKa Hy6J’II/IKaI_II/I$[ € IOCOYCHa B

CIIMCBKaA CJIC 3aiABJIICHUCTO.

AJITOPUTMH 32 pexaduaIuTanus Ha 3200/15BaAHETO

Ome mnpe3 2009 roguHa PwkoBojacTBaraa 3a OenoapoOHA XHUIEPTOHUS MEpHOPHUBA
nanuentute ¢ BAX na 6paar cTUMynaMpaHU KbM HM3BBpIIBaHE Ha (PU3MYECKa aKTHMBHOCT B
paMKHUTE Ha TEXHUTE (PYHKIMOHATHHA BH3MOXKHOCTH. [locoUBa ce ChIo Taka, 4e MalueHTUTE
TpsaOBa J1a U30sArBaT M3BBHpPEAHA (U3MUECKAa aKTHBHOCT, KOATO BOJU JI0 MOSBA Ha JHUTpEC.
[IpenoppunTeTHO € CBHINO MAIMEHTHTE Ja YHNpPaXHABAT HATOBapBaHe, OCOOCHO aKo ca
00€3BIKEHH, TMOJ JieKapcko HaOmoneHue. Te3n TMpenopbkud ca Oa3upaHud BBPXY
PaHIOMH3HMPAHO MPOYYIBAHE, KOETO 1M0ocoYa Mogo0peHre HalIOHOCHMOCTTa KbM HaTOBapBaHE
Y TIOBMIIABaHE Ha (YHKIMOHAJIHMS KalalUTeT, KAaKTO M KayecBOTO Ha KHMBOTa. Te3u
TIOJIOYKUTEITHH TIPOSIBH ca HAOJIOAaBaHW CIEIHMATHO MPU MAIEHTH, KOUTO Ca YJacTBaJU B
nporpaMM ¢ JO3MpaHO HaToBapBaHe. JIBe MOMBIHUTEIHUPAHJOMU3ZUPAHU HU3CIIEIBAHMS
myOJIMKyBaT TaHHH, KOUTO TIOCOYBAT, Y€ TPEHUpaHUTE MarueHT! ¢ BAX mocturar mo-BuCOKH
HUBAa Ha (U3MuUecKa aKTHUBHOCT, HaMalleHHMEe Ha TEXKECTTa Ha yMopara, MojoOpeHue B
Pa3CTOSHUETO MpU O-MUHYTEH TECT C HAaTOBAapBaHE, MOAOOpPEHHE B KapAHOpEeCTIHpaTOpHATa
(YHKIMSI ”KQ4eCTBOTO Ha >KUBOT. (16)

OrpannueHnsATa Ha IPENOPBKUTE 32 HATOBApBaHE ca CBBP3aHU BCE OIIE C JHUIcaTa Ha M30paH
ONTUMAJIEH METOJl, MHIMBHUIyaIU3HUpaHE HUBOTO HAa MHTEH3UTET U MPOJIBIDKHTEIHOCT Ha
HAaTOBapBaHETO. PexabmimTannoHHHUTE MPOTPaMH HA TO3M €Tal TpsiOBa Ja ce MpuiiaraT camMmo
B IICHTPOBE, KOUTO UMAT OMHT B KapIUOPEXaOMIUTAIUATA.

B MexayHaponeH IulaH OIGHKaTa HHMBaTa Ha CONMAJHAa HWHTErpalus, KakTo |




po(eCUOHAIHOTO OPUEHTHpPAaHE M MpeKBalIu(UKalUs ce cloMeHaBaT crnopaauuHo. Ilo
NPUHIUI TAMUEHTUTE ChC CUHAPOM Ha AM3eHMEeHrep Morar ja umar npogecHOHaTHO
pa3BUTHE M IUIaH, KOETO Hajara M3rpa)<JIaHe Ha MEpKH 3a ICHXOJOrMYecka M COolfaliHa
IIOMOL] Ha MMAIMEHTUTE U TEXHUTE CEMENCTBA.

Ha To3u eramn nuncBa eiMHEH alropuThM 3a pexaOwiInTalus Ipu NaUeHTuTe ¢ 6ea0apoOHa
xunepronus BK1 B EBpona. Hsakonko nmy6nukanuu ot ABctpanus u CALL o6o6maBar nu4nHu
pe3yaTaTy, NOJdY4YEeHHU MIPU MaLUEHTH ¢ 0es1oipoOHa apTepraiHa XUIEPTOHUS, IOJUI0KEH! Ha
IIEPUOJMYHO HATOBApBaHE

B T.4. HayYHH NMyOJMKAIUU OT MOCJEIHUTE MeT rOAUHHU U NMPUIoKeHa Oudauorpadceka
CIpaBKa

16. Raskin J, D Qua, T Marks et al. A retrospective study on the effects of pulmonary
rehabilitation in patients with pulmonary hypertension. Chron Respir Dis.
2014;11(3):153-162.

bubnuorpagdcekara crpaBka CbC CHOTBETHHMSI HOMEpP 3a BCsSKa IyONMKaluUs € MOCOYeHa B

CIIMCBKa CJIC 3asABJICHUCTO.

Heo0xonnmu neitHocTH 3a npodgujIakTHKa HA 3200/11BaHETO (AKO TAKMBA €a
MPUJI0KUMHU)

Crneuunannu npoQuIakKTUYHH ASUCTBUA C JoKa3zaHa e(pEeKTUBHOCT 3a pa3BUTHE Ha 0ernoapoOHa
XUIEPTOHUS — UAMONATHYHA OeolpoOHa apTepuaaHa XUIEepTOHUs, OEI0IpOHa XUIIEPTOHUS
IIpU CUHAPOM Ha Aili3eHMeHTep U 0enoApoOHa XUIIEPTOHUS, CBbP3aHa ChC CKIEPOAECPMUs, HE
ca U3BECTHU B MOMEHTA.

CuuTa ce, ye HIKOM MEPKH OKMXa MOTJIM Jla yIBJDKAT )KUBOTA HA MAI[UEHTHTE. TakaBa MApKa €
PaHHOTO JWArHOTHLMpPaHE Ha 3a00JISIBAHETO Ype3 CKPHUHUHTOBU aJITOPUTMH /KOMOMHHPAHO
exokapaunorpadCcko u3cieIBaHe U OllcHKa Ha OenmoapobHa hyHkuusa/. Ha To3u eran riiaBHHST
CTpEMEX € Jla Ceé HaMaJld BPEMETO MEeXAy MOsBa Ha CUMIITOMAaTHKaTa W auartHosara. Tosa
3abaBsiHe ce ompezeNns OT TP OCHOBHHU (akTopa: 1Mo BUHA HA MALMEHTUTE, KOUTO HE OTYUTAT
BAXHOCTTAa Ha CHUMITOMAaTHKara; 3a0aBsHE OT CTpaHa Ha OOIIONPAKTHKYBAIUTE JIEKapH,
KOUTO HE pa3lo3HaBaT paHHHUTE IMpPOsSBHM Ha 3a00JsBaHETO M 3a0aBsiHE OT CTpaHa Ha
CHEIMATMCTUTE 1O OTHOILIEHHE pedepupaHeTo Ha NAUEHTUTE KbM CHEHHATU3UpPaHUTE
LIEHTPOBE.

KbM BTOpHYHHTE U TPETHUUHU NMPOPUIAKTUYHUTE MEPKU CE€ OTHACAT HAKOU OOIIU MPENOPbKU
IpU NAIMEeHTH C U3BECTHO 3a0osiBaHe: U305 rBaHe Ha OPEMEHHOCT, UMYHM3allMU CpEILy
IPUITHU ¥ THEBMOKOKOBH MH(EKIIMH, ICUXOCOLMAIHA MTOIKPENa, J103UpaHO HATOBAapBaHE MO/
JIeKapCKO HaOJI0ICHHE.

UneHoBeTe Ha cemeilcTBaTa B pUCK TpsiOBa Ja ca 3alo3HATH C HAJIMYMETO HAa MYTAallUH,
0c0o0€HO KOraro IjaHupar Jja UMaT jaena. PenpoaykTuBHaTa MEJUIIMHA MO3BOJISIBA HAKOJIKO
Bb3MOXXHOCTU 32 TMPEBEHIUS TPAHCMHUCHATA Ha HSIKOM BpOJACHU KapAUONaTHH KbM
CJIEIBAIIINTE MTOKOJICHUS.

3a J1a ce u3rpaau aJropuTbM 3a MpUJIaraHe Ha ONpeNleleHH TMarHOCTUYHU METOIU C POJIsl B

HpO(bI/IJ'IaKTI/IKaTa Ha 3a00/IsIBaHETO ca HCOGXOI{I/IMI/I JAOMBJIHUTCIIHU KIIMHUYHU TIPOYYBAHUA.
(15)

B T.4. HayyHHM NMyO0/IMKALMM OT MOCJEeJHHUTE MeT rOAMHU M MpHUJIoKeHa oudauorpadeka
clpaBKa

15. Petropoulos A, D Ehringer-Schetitska, P Fritsch et al. Preventing cardiac diseases in
childhood. Hell J Nucl Med. 2015;18(1):148.

EI/I6J’II/IOFpa(I)CKaTa ClipaBKa CbC CBHOTBCTHUA HOMCP 3a BCAKaA Hy6J’II/IKaLII/I$I € HNOCOYCHaA B

CIITMCBHKA CJIC 3asBJIICHUCTO.

IIpenyioxkennsi 3a OpraHu3anusi HA MEJUIHHCKOTO 00CHY:KBaHE HA NMALMEHTHTE W 32
(¢uHaHCUpaHe HA CBHOTBETHHTE [AeHHOCTH, CHOOpa3eHH C JeiicTBAIATA B CTPaHaTa
HOpMAaTHBHa ypeada




CpoOpa3HO U3HCKBAaHUATA, TMOCOYCHHM B EBpOMENHCKOTO pPHKOBOACTBO 3a OemoapoOHa
XHUIIEPTOHMSI, OCHOBHO H3HMCKBaHE € Cbh3/aBaHE Ha pePEpEeHTHHUIICHTPOBE 3a MALUEHTH C
OenoapoOHa xureproHus. HeoOXoaMMOCTTa OT TakMBa IIEHTPOBE CE OMpEeNs IJIaBHO OT
¢dakra, ye OemoppoOHaTa apTepuanHa XWUIEPTOHHA € pAgKa OOJNeCT, HO ChC CEPUO3HO
OTpaXEHHE B OONIECTBOTO, TbH KaTo 3acsra TJaBHO WHAWBUIM B  aKTHBHA
BB3pacT.J[MarHOCTULIUPAHETO W TJABHO JICUCHHETO  HM3UCKBAT BHUCOKA KBAaJTU(HUKAIHS,
HENPEKbCHATO 00YYCHHE U MOAIbPKAHE Ha BUCOKO MPO(ECHOHATHO HUBO, KOETO HMEHHO Ce
MOCTUTA Ype3 M3rpaXkaaHe Ha peepeHTHH EHTPOBE, KBJETO CE aKyMyJIupa OCHOBHUS Opoii
narieHTd. Jlpyra men Ha pedepeHTHUTE UEHTPOBE € IPHEMaHETO Ha HOBH CIIy4Yad,
W3SCHSABAHETO HM,OIICHKAaTa Ha pPUCKAa M NPOBSXKIAHE HA CTAaHAAPTHU M cHenupuIHH
M3CcIeIBaHMs 3a OTKpHBaHE Ha KoHKpeTHata ¢opma Ha BAX. 3anmaua nHa pedepeHTHHTE
[IEHTOBE € a MPOBEXIa O0yUCHHE Ha JICKapUTe, HE3aBUCUMO OT TSIXHATa CIEIHATHOCT, 3a T0-
PaHHO OTKpWBAaHE Ha MAaIMEHTH ¢ O0enoApoOHa XUIIEPTOHHMS, J1a IPOBEXKIAT U3CIeI0BaTeICcKa
JCWHOCT U ChTPYJAHUYECTBO C MAIMCHTCKUTE OpraHu3aiuu. Exunure B Te3u IIEHTPOBE TpsiOBa
Ja UMaT JOCTaTh4eH Opoi MalueHTH, KOUTO Aa OBbJaT MpOCieqsIBaHH 1O OTHOIICHHE Ha
TEXHHUsI CTaTyC, €(eKT OT IMPOBEKIAHOTO JICYCHUE M PECICKTHBHO Jia OTKPUBAT M Hai-
MaJIkaTa MpoMsSHa B ChCTOSTHMETO M (a3ara Ha Oonecrra. Cumra ce, ye pedepeHTHUTE
IIEHTPOBE TPsOBA J1a MpocieasBar He mo-Maiko oT 50 nanuenta ¢ BAX u TpombGoeMOomuHa
OemonpoOHa OoJect, Ja TUArHOCTHIIMPAT M JISKYBaT HE IMO-MAJIKO OT JBaMa HOBW ITAIIUCHTHU
Ha Mecell. LleHTpoBeTe, B KOUTO ce mpociensBat manueHTH ¢ bAX, cBbp3aHa C BpOJCHH
ChbpACYHH MashopMaIMK 33TbJDKUTEIHO TPsIOBa J1a pa3nojaraT ChC CMECEHU SKHUIH: JETCKU
KapIMOJIOT ¥ Kap/IUOJIOT 32 BB3PACTHH, ChPJICYCH XUPYPT 3a Jiela.

PedepenTHure neHTpoBe TpsOBa 1a pasmonararT ¢ BHCOKOTEXHOJOTHYHA armaparypa 3a
JMAarHOCTHKA: WHBAa3WBHA KapJUOJOTMYHA JIA0OpaTOpHs, MYJITUCIAUC KOMITFOThpPHA
Tomorpadusi, exokapauorpadus. bBOTHMYHOTO 3aBEeACHHWE KBM KOETO TMPUHAIJICIKH
pedepeHTHHs LEHTBhp TpsOBa na pasnojiara CbhC CHEIIHO OTIENeHHe, OTAEJeHHE 3a
WHTCH3UBHOKAPIMOJIOTHYHO JICYCHUE, OTNEICHUE IO KapAHOJIOTHS 3a BB3PACTHH U JIENa,
CHEIHATMCTH TI0 KapIUOJIOTUS W/MIU CHEIUATUCT, NpoQUINpaH KbM 3a00JSBaHETO,
KapauoJor, nMpouiIMpaH 3a BPOACHU ChpIedYHH Maidopmanuu. PedepeHTHUTE TIEHTpOBE
TpsiOBa J1la WMaT BPBP3KH CIPYTM MEIUIIMHCKH CIY)XKOM KaTo Hamp. JabopaTopusi O
TCHETHKA,CITyOU 3a CEMEWHO IUIaHWpaHe, AOCTHI A0 CIEHUAINACTH 32 TICHXOJOTHYECKa M
collMaJiHa MOJAKpena.

Ha To3m eram /5 rogunm cnepn ch3naBaHeTo Ha 3 pedepeHTHH leHTpoBe B bbiarausi/ He ce
HaJIaraT JOIBJIHUTEITHO BJlaraHe HAa MaTEPUAIIHW WM YOBEIIKH pecypcu. PedepeHTHHTE
[EeHTpoBe (YHKIIMOHHUPAT J00pe W B pe3ysTaT Ha IIMPOKa 0OpazoBaTelHa AEWHOCT, T€ UMAaT
MOMYJISIPHOCT MEXIY MeJUIIMHCKaTa OOMHOCT U manuentute. EdekTuBHOCTTA MM OU MorIa
Ja Ce YBEIMYH CHhC ChYYaCTHETO Ha COIMAJHH PAOOTHHIM W TICHXOJIO3U 332 OKa3BaHE Ha
noakperna. JlombJIHUTETHO (PMHAHCUPAHE MOXKE J1a c€ OOMUCIH 32 U3BBPIIBAHE HA TCHETUYHU
W3CIIeIBAaHMS TIPU W30paHH MMAIMeHTH, CIICIIHATHO ITPH TE3H, KOUTO Ca B IETEPOIHA BH3PaCT U
“MaT HaMepeHHe Jla UMaT Jera.

OT MeauIIMHCKA TJIeHA TOYKA € HeOOXOIMMO J1a C€ PETUCTPHUPAT CeHUPUIHUTE TTOMITH 32
nH(pY3UsT HA MPOCTAHOUAM TP TMAIUEHTH C BIOMIABAIIO CE€ XEMOJAMHAMUYHO CBHCTOSHUE U
MIpH T€3M MalueHTH, kouto ca BB OK IV.

Cp3aBaHeTO Ha PETUCTHP HA MAIMEHTUTE C 0eN0apOoOHa XUIIEPTOHUS U CIEIHAIHO Ha T€3U
¢ ko Q28.8 e abcoimroTHO HeoOX0UMO. JITaHHHUTE OT perucThpa OWxa MOTJIH JIa Ce M3IOJI3BAT
3a uenute Ha EBPOMENHCKOTO KapAMOJOTHYHO JPYXKECTBO W Ja TMO3BOJSAT pPa3BUTHE Ha
¢dbyHIaMeHTallHA HaydHa JEHHOCT. PerucThpbT OM MOTBI /1a BKIIIOYBA CHINO M MAIIHEHTH OT
Ipyru KIacu(PUKAIUOHHKU KIJIACOBE OENOoApOOHAa XUMEPTOHHUS W CHEIHATHO MAIUEHTHTE C
6enoapodeH TpoMOoeMO0IM3BM /KiTac 4/.

3a mpakTUYEeCKH IIeTH, KAKTO W 3a IenuTe Ha Peructhpa, € moOpe na ce BbBeNaT €IWHHU




dhopmynu /Hamp. dhopmysia 3a pUCKOBa MPEIUKIUSA/ 32 OIEHKA Ha MPOTHO3aTa, €BOIOIUSTA
Ha 3a00JNIIBAaHETO W  CBEHTYAJTHO MPWIOKEHHWE B CUCTEMHH CKPUHUHTOBU MPOTPaMHU.
BbBexkI1aHETO Ha CKOPOBE ChC CUTYPHOCT I1I€ TI0JJ00pY KIMHUYHOTO MPOTHO3MPAHE.

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

B P bwirapus ot mHayanoro Ha 2011 ronuna GpyHKImoHupar 3 0OCHOBHH pepepeHTHH IIEHTHPA,
KOHUTO NMPaKTHYECKU M3IBJIHIBAT YCIOBUATA [TOCOYEHU no-rope. PedepentHure nenrpose ca
Ch3JaJE€HU 3a JUArHOCTULIMpAaHE, JIEYEHHE M IMPOCIEABAHE  TIJIABHO HA IMALUEHTH C
uAMonaTuyHa OenoJpoOHa XUIEPTOHMs, CUHAPOM Ha Ali3eHMeHrep u OenoapoOHa
XHUIIEPTOHMS, CBBbpP3aHa CbC ckiepogepmusi. Pedepentnute nentoBe B P bwiarapus mmar
3ajJjaya ChIIIO TaKa Ja MOArOTBAT MPOTOKOJIH 32 N3BbHOOIHUYHO JICYEHUE HA T€3H MAIlMEeHTH.




