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OTKa3 oT oTroBOpHOCT: MpenopbkuTe Ha ESC npeacTaBnagat BuxaaHuATa Ha ESC n 6Axa CbCTaBeHU cief BHUMATENHO CboBpasaBaHe Ha HayuYHUTE N MEAULIMHCKUTE 3HAHWA, 1 Ha-
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Ha naumeHTa. HacokunTe Ha ESC He 0cBO60OX/4aBaT 34paBHMTE CNeLVanncTyi OT MbAHOTO U BHUMATENHO 06MUCAHE HAa CbOTBETHUTE OGULIMAHI aKTyann3npaHu NPenopbKu 1A HACOKK,
n3gageHn ot KOMNeTeHTHNTE OpraHn 3a OﬁLLleCTBeHO 34paBe, CLueN KOHKPeTHUAT cnyqa|7| Aa ce yrnpasnaBa Npu BCEKN NaUNeHT B CBET/IMHATA Ha Hay4YHO NpueTuTe JaHHW B CbOTBETCTBUNE
C TEXHUTE eTUYHN I'IpO¢eCVIOHaJ'IHI/I 3a4b/IKeHUA. C'bLLlO TaKa, OTTOBOPHOCTTA Ha 3[paBHUA CNeunanncT € ja NpoBepu NpUnoXXnNMmnuTe npasuna n pa3nopeq6m, CBbpP3aHn Cc nekapcTBa n
MeAVNUNHCKN n3enma KbM MOMeHTa Ha npeanuceaHe.
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3D Three-dimensional
TpunsmepeH/a/o/n
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6-MUHYTEH TeCT C XOAeHe
Anomalous aortic origin of a coronary artery
AHOManHo n3xoxfjaHe Ha KOpoHapHaTa apTe-
pus oT aopTaTa
Anomalous aortic origin of the left coronary
artery
AHOMaIHO M3XoXaHe Ha NifiBaTa KOpoHapHaTa
apTepus OT aopTaTta
ACAPA Anomalous coronary artery from the pulmonary
Artery AHOManHa KopoHapHa apTepua
OT NyNMOHaJIHaTa apTepua
ACE Angiotensin-converting enzyme
AHIMOTEH3UH-KOHBEPTMPALL eH3UM
ACHD Adult congenital heart disease
BpopeHa cbpaeyHa mandopmaumsa npu Bb3pacTeH
AF Atrial fibrillation
MpencbpaHO MbXaeHe
Anomalous left coronary artery from the
pulmonary artery
AHOMaHO M3X0XaHe Ha NifiBa KOPOHapHa
apTepus oT 6enoppobHaTa apTepua
AR Aortic regurgitation
AopTHa peryprutauusa
ARB Angiotensin Il receptor blocker
AHrnotesuH ll peuentopeH 6nokep
Anomalous right coronary artery from the
pulmonary artery
AHoOManHa gAcHa KopoHapHa apTepua
oT 6enoppobHaTa apTepra
AS Aortic stenosis
AopTHa cTeHO3a
ASD Atrial septal defect
MexpynpeacbpaeH gedexrt
ASI Aortic size index
MHaeKc Ha aopTHUA pa3mep
AT Atrial tachycardia
MpencbpaHa Taxukapana
AV Atrioventricular
ATproBeHTpuKynapeH/a/o/v
AVA Aortic valve area
Mnouwy Ha aopTHaTa Knana

AAOCA

AAOLCA

ALCAPA

ARCAPA
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AVAi Indexed aortic valve area IE Infective endocarditis
MHpekc Ha aopTHaTa KnanHa nioty NHbeKumoseH eHaoKapanT
AVNRT Atrioventricular node reentrant tachycardia INR International normalized ratio
AHTPVO-BEHTPUKYNapHa HOAANHa PUEHTPM MexnyHapoaHO HOPManM3nMpaHo OTHOLLEHNE
Taxmkapgusa IVC Inferior vena cava
AVRT Atrioventricular reentrant tachycardia [JonHa npa3Ha BeHa
ATpVIO-BEHTPUKYNapHa PUEHTPY TaxnKapana LA Left atrium/atrial
AVSD Atrioventricular septal defect JlaBo npeacbpave/nesonpeacbpaeH-a-0-u
ATpUOBEHTPUKYNapeH cenTtaneH aedpekT L-R Left-to-right
BAV Bicuspid aortic valve JlaBo-pgeceH/a/o/mn
BbrukycnugHa aopTHa Knana Lv Left ventricle/ventricular
BNP B-type natriuretic peptide JlaBa Kamepa/neBokamepeH-a-0-u
B-Tun HaTpuypeTnyeH nentug LVEF Left ventricular ejection fraction
BSA Body surface area JleBoKamepHa ¢ppakuma Ha n3TnackBaHe
TenecHa NOBbPXHOCT LVESD Left ventricular end systolic diameter
CAD Coronary artery disease JleBOKaMepeH KpaeH CUCTOSNIEH faMeTbp
KopoHapHa apTepuanHa 6onect LVH Left ventricular hypertrophy
CABG Coronary artery bypass graft JleBoKamepHa xunepTtpodus
KopoHapeH apTtepuaneH 6ainac rpagt LvOT Left ventricular outflow tract
CCT Cardiovascular computed tomography JleBOKamepeH n3xodeH TpakT
KomnioTbpTomorpadcko nscnefsaHe Ha Cbp- LVOTO Left ventricular outflow tract obstruction
A€YHO-CbAOBaTa cMcTeMa OG6CTPYKUMA Ha NeBOKaMepPHUA U3XOAeH TPaKT
ccTGA Congenitally corrected transposition of the MAPCAs Major aortic pulmonary collaterals
great arteries lonemu aopTHO 6enoapobHU KonaTepanu
BpopeHa kopurmpaHa TpaHCNo3mLUmA Ha ronie- MCV Mean corpuscular volume
MUTE apTepPUmn CpepeH KopnyckynapeH obem
CHD Congenital heart disease mWHO Modified World Health Organization
BpoaeHa cvpaeyra mandopmayms MogaundurumpaHa CBeToBHa 3paBHa OpraH13auma
CMR Cardiovascular magnetic resonance NOAC Non-vitamin K antagonist oral anticoagulant
CbpAeuHOCHA0B MarHNTEH Pe30HaHC He-BuTamunH K aHTaroHMCTUYHU NepopanHn
CoA Coarctation of the aorta aHTMKOArynaHTu
KoapkTauua Ha aopTaTa NT-pro-BNP  N-terminal-pro-B-type natriuretic peptide
CONCOR CONgenital CORvitia N-TepmuHaneHn-npo-B Tmn HaTpuypeTnyeH nentug
KoHrenutan Kopsutua NYHA New York Heart Association
CPET Cardiopulmonary exercise testing Hio Mopkcka cbpaeyHa acoumaums
KapavnonynmoHaneH paboteH Tect PA Pulmonary artery
CRT Cardiac resynchronization therapy benonpobHa apTepus
CbpaeyHa pecHXpoHM3npalla Tepanus PAH Pulmonary arterial hypertension
DCRV Double-chambered right ventricle Benoppo6Ha (mynmoHasnHa) apTepuanHa XMnepToHWs
AByKyXx1HHa AAcHa kamepa PAH-CHD Pulmonary arterial hypertension associated with
EACVI European Association of Cardiovascular Imaging congenital heart disease
EBponeiicka acoumaums No KapAMOBacKynapHo BenopgpobHa aptepuanHa xvnepToHus cBbp3a-
n3obpasaBaHe Ha C BpofeHa cbpaeyHa Mmandopmauuma
EAT Ectopic atrial tachycardia PAP Pulmonary artery pressure
EkTonunuHa npeAcbpAHa TaxmKapana Benopgpo6Ha apTepuanHo HanAraHe
ECG Electrocardiogram PDA Patent ductus arteriosus
EnekTpokapguorpama Mepcuctupaly aptepraneH KaHan
EF Ejection fraction PDE-5 Phosphodiesterase type 5
®pakuma Ha n3TnacksaHe Docdopnectepasa Tin 5
EP Electrophysiology/electrophysiological PES Programmed electrical stimulation
Enektpodusmnonorusa/Enektpodusmonornyen/a/o/v MporpamupaHa enekTpuyecka CTumynauus
ERA Endothelin receptor antagonist PFO Patent foramen ovale
AHTaroHNCT Ha eHAOTeNIMHOBUA peLenTop MNepcuctupawy d)opameH oBane
ESC European Society of Cardiology PH Pulmonary hypertension
EBponencko kKapanonornyHo apyx*ecTso Benogpo6Ha (nynmoHanHa) xunepToHus
HLHS Hypoplastic left heart syndrome PM Pacemaker
C/HAPOM Ha XMMOMAACcTUYHO NIABO CbpLe MNencmenkbp
HTAD Heritable thoracic aortic disease PR Pulmonary regurgitation
HacnepcTeeHo 3abonABaHe Ha rpbfjHaTa aopTa MynmoHanHa (6enoapo6Ha) peryprutaums
IART Intraatrial reentrant tachycardia PS Pulmonary stenosis  lMynmoHanHa cteHo3a
BvTpenpeacbpaHa pueHTpN Taxmkapana PVD Pulmonary vascular disease
ICD Implantable cardioverter defibrillator benonpobHa cbaosa 6onect
MmnnaHTupyem KapavosepTep nedpubpunatop PVR Pulmonary vascular resistance

Benonpo6Ha CbAoBa PE3NCTEHTHOCT
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R-L
rTOF
RV
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SND
SubAS
SupraAS
SvC
SVT
TGA
TOE
TOF

TPVI

TR
TTE
TV
UVH

VE/VCO2

VF

Pulmonary valve replacement

MpoTe3npaHe Ha NynIMoHanHaTa Knana
Quality indicators

KauecTBeHU nokasatenu

Pulmonary to systemic flow ratio

OTHoLweHe Ha 6enofpobHNA KbM CUCTEMHMA
KPbBOTOK

Right atrium/atrial

JAcHo npeacbpave/npeacbpaeH-a-o-u
Right-to-left

[acHo-nas/a/o/n

Repaired tetralogy of Fallot

KopurupaHna tetpanorus Ha ®ano

Right ventricle/ventricular

JAcHa Kamepa/aecHoKamepeH-a-0-1

Right ventricular end diastolic volume indexed
NHaeKkcupaH aecHoKaMepeH TenienactoneH obem
Right ventricular ejection fraction
JlecHokamepHa $paKkLma Ha U3TnackBaHe
Right ventricular end systolic volume indexed
NHpeKkcmpaH fecHoKamepeH cuctoneH obem
Right ventricular hypertrophy
JecHokamepHa xuneptpodus

Right ventricular outflow tract
[lecHoKamepeH n3xoaeH TpakT

Right ventricular outflow tract obstruction
O6CTPYKLMA Ha iIeCHOKaMepPHMA 13XOAeH TPaKT
Right ventricular systolic pressure
JlecHOKamMepHO CUCTONTHO HanAraHe

Sudden cardiac death

BHe3anHa cbpaeyHa cMbpT

Sinus node dysfunction

AncdyHKUMA Ha CUHYCOBUA Bb3en

Subaortic stenosis

MopknanHa aopTHa cTeHo3a

Supravalvular aortic stenosis

HagknanHa aopTHa cTeHo3a

Superior vena cava

[opHa npa3Ha BeHa

Supraventricular tachycardia

HapkamepHa Taxvkapgua

Transposition of the great arteries
TpaHcno3nyma Ha ronemnTe apTepumn
Transoesophageal echocardiography
TpaHce3odareanHa exokapanorpapus
Tetralogy of Fallot

Tetpanorua Ha ®ano

Transcatheter pulmonary valve implantation
TpaHcKaTeTbpHa MMMNNaHTaLMA Ha NySIMOHaNHa
Knana

Tricuspid regurgitation

TpukycnuganHa peryprutauus

Transthoracic echocardiography
TpaHcTopakanHa exokapauorpadpumsa
Tricuspid valve

TpukycnuganHa knana

Univentricular heart

EnHokamepHo cbpue

Ventilation to carbon dioxide output
OTHOLLEHVE Ha BEHTWUMALMA KbM NPOAYyKLUMs Ha
BbINepofeH ANOKCMA

Ventricular fibrillation

KamepHa ¢pubpunauusa

VKA Vitamin K antagonist
ButamuH K aHTaroHumcr
Vmax Maximum Doppler velocity
MakcumanHa gonnepoBa CKOpPoCT
VSD Ventricular septal defect Mexpykame-
peH pedpekT
VT Ventricular tachycardia KamepHa Taxvkapaua
WHO World Health Organization
CBeTOBHa 34paBHa opraHu3auus
wWu Wood units

EannHnum no Wood

1. YBop

MpenopbknTe 0606w aBaT 1 NPaBAT OLEHKa Ha HaNMyHUTe fo-
KasaTencTBa C Len fa MoOMOrHaT Ha 34paBHuUTe cneumnanncTui ga
npepnoxat Han-pobpata cTpaTerna 3a noBefeHVe Npu KOHKpe-
TEH NauueHT ¢ AaieHO CcbCTosAHMe. MNpenopbKuTe 1 yKasaHuATa
UM TpAb6Ba Aa obneKkyaT B3EMaHETO Ha pelleHne Ha 3apaBHUTe
cneumanuncTyi B exxefHeBHaTa UM NpakTrka. OKoHYaTenHuTe pe-
WweHna obaye OTHACALM ce A0 KOHKPETHMA NauneHT Tpabaa da
6baaT HanpaBeHW OT OTroBapAWMTe 3ApaBHU NpodecnoHann-
CTW, NPUAPYXKEHN aKo e HeobXoANMO OT KOHCYNTauma € naum-
eHTa 1 NILEeTO, KOETO Ce rPUKK 3a Hero. B nocnegHute rogmyu
6axa ny6nuKyBaHu ronam 6poi npenopbku oT EBponeiickoto
KapavonorunyHo apyxectso (ESC), KakTo 1 OT Apyru fpyKecTBa
1 opraHun3sauumn. Nopanm Bb3geCcTBUETO M BbPXY KIMHMYHaTa
npakTrKa, 6Axa cb3gafieHn KaueCcTBeHN KpUTepun 3a Cb3faBsa-
He Ha NpenopbKY, 3a la MOXe BCUYKM pelleHna aa 6baaT ACHK
3a M3non3BalwuTe rv cneuranucTu. YkasaHuaAra 3a popmynmpa-
He 1 n3paaBaHe Ha npenopbku Ha ESC morat ga 6baat Hamepe-
HM B yebcaiTa Ha ESC (https://www.escardio.org/Guidelines/
Clinical-Practice-Guidelines/Guidelines-development/Writing-
ESC-Guidelines). NMpenopbkute Ha ESC npeactasaT oduyman-
HaTa no3unumA Ha ESC Bbpxy AafeHa Tema U ce akTyanusmpar
penoBHo.

B ponbnHeHne Kbm Ny6nvKyBaHeTo Ha [penopbKu 3a Knn-
HWYHaTa NpakTuKa, ESC n3nbaHABa nporpamata 3a HabnogeHve
(EurObservational ResearchProgramme) Ha MexayHapoAHu pe-
rMCTPM NO CbPAEYHO-CHAOBM 3ab0NABaHUA W VHTEPBEHLWN,
KOWTO Ca CbLLeCTBEHUN a OLEHAT AMarHoCTUYHU/TepaneBTUYHN
npotecy, N3Non3BaHe Ha pecypcun 1 npuabpxaHe Kbm Mpeno-
pbKuTe. Tesn perncTpu LUenAaT fa ocurypat no-gobpo pasbupa-
He Ha MefMLUMHCKaTa NpakTrKa B EBpona u no ceeta, 6a3upallo
Ce Ha BMCOKOKayeCTBEHW faHHWN cbOpaHM No Bpeme Ha PYTUH-
HaTa npaKTuKa.

Hewo noseue, ESC ca pa3sunu n BKAIOYMAN B TO3U AOKYMEHT
CNMUCBHK Ha KavyecTBeHn nHaukatopwm (Qls), kKonto ca cpeacTsa 3a
OLleHKa Ha HUBOTO Ha M3MblIHeHMe Ha [penopbKuTe 1 morat Aa
6baat n3nonseaHu ot ESC, 60nHULNM, AOCTaBYMLM Ha 3APaBHU
1 NpodecnoHanH rpuxM 3a KONMYeCcTBeHa OLEeHKa Ha KIu-
HMYHaTa NPaKTMKa, KaKTo 1 fla ce n3nosn3eaT B o6pa3oBaTenHu
nporpamu, 3aeiHo C KJIIOYOBMUTE NOCAaHNA Ha NPENoPbKUTE, 3a
nopobpsABaHe Ha KaYeCTBOTO Ha FPVXKNTE U KNUHUYHWA U3XOA,.

YneHoBeTe Ha Ta3u paboTHa rpyna 6axa nogbpaHu ot ESC,
BKNIOYNTENIHO MpPefCTaBUTENCTBO Ha CbOTBETHUTE MOA-Cre-
umanHoctn Ha ESC rpynu, ¢ uen npeacTaBUTeNncTBO Ha Npode-
CUOHANNCTU, BKIOYEHN B MEAVNLIMHCKMTE FPVKM Ha NaLMeHTH C
TO31 BUA natonorus. NMogbpaHu ekcnepTy B Ta3n 06nacT npea-
nprvexa vsyepnateneH npernef Ha Nyo6nuMKyBaHWTe AaHHW 3a
noBeAeHNeTo Npu fJafileHO CbCTOAHMWE, CbINacHO NOAUTMKaTa Ha
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MpenopbKM 3a ynotpeba

Mpenopbysa ce/
nokasaHo(a) e

Tps6Ba fa ce B3eme
npeasvg

Moxe pa ce B3eme
npeasua

Ta6bnuua 1: KnacoBe Ha npenopbKkute
Knacose Ha
LedurHuunma
npenopbKuTe
Knac | [okasaTenctsa u/unm obwo cbriacue, Ye gafeHo
NeyeHvie UK NpoLeaypa e 6naronpuaTHo(a),
nonesHo(a), epekTnBHO(a).
Knac Il [poTnBOpeunBM goKaszaTencTsa U/mnm PasHONOCOYHOCT Ha MHEHMATa OTHOCHO
nonesHocTTa/eduKacHOCTTa Ha JaleHO fleueHre uam npouenypa.
Knac lla Mpeo6nagaBawmte faHHU/MHEHMA ca B Nos3a
Ha nonesHocT/eprKacHOCT
Knac llb Monsata/edukacHocTTa e no-cnabo
yCTaHOBeHa C AaHHU/MHeHUA
Knac Il [Loka3zaTenctsa u/unu obLlo cbriacue, Yye AageHo

JileyeHme unm npouegypa He e 6naronpuaTHo(a)/
nonesHo(a)/edpeKTMBHO(a), @ B HAKOU Cily4an Moxe

na 6bae yBpexpaallo(a)

KomMuTeTa 3a npakTuyeckn npenopbvku (CPG) Ha ESC. bewe ns-
BbpLUEHa KPUTUYHA OLlEHKa Ha ANAarHOCTUYHMTE 1 TepaneBTUY-
HW nNpouenypw, BKIOYNTENHO OLeHKa Ha CbOTHOLLIEHWETO NON-
3a—-pucK. [lokasaTeNCTBEHOTO HUBO U CUnaTa Ha NpenopbKuTe
Ha KOHKPEeTHUTe Bb3MOXKHY NoAxoan 6axa npeTerfieHn 1 ctene-
HyBaHW cnopep npeaeduHVpaHMTe CKanu oyepTaHu No-gony.

Ekcneptute oT rpynuTe 3a nucaHe U peBu3MpaHe npepoc-
TaBMXa AeKnapauua 3a MHTepPecC 3a BCUYKM B3aMMOOTHOLLEHUS,
KonTo 61xa MOrnu fa ce Bb3npremat KaTo peanHu Uau noTeH-
UManHM U3TOYHMLMN Ha KOHOMMKT Ha MHTepecu. [leknapayuute
UM 3a UHTepec 6axa npernefaHn CbrinacHo NpaBWIHKKa Ha fe-
KnapaumuTe 3a nHTepec Ha ESC, Konto morat fa 6baaTt Hamepu
B yebcanTta Ha ESC (http://www.escardio.org/guidelines). To3u
npoLec ocurypaga npo3payHoCcT 1 NpeAarassa oT noteHuman-
HW NpUCTpacTia B NpoLecuTe Ha pa3paboTBaHe 1 peLieH3mnpa-
He. BcAakakBy MpomMeHU B AeKnapauunTe Ha UHTEpPecu, KOWUTo
Bb3HMKHAT B Nepuoga Ha nucaHe 6saxa cbobuaBaHm Ha ESC u
o6HoBABaHW. PaboTHaTa rpyna nonyuu nbjHaTta cm ¢uHaHCoBa
nopkpena ot ESC, 6e3 KakBOTO 1 Ja e yyacTue Ha nHaycTpuaTa
o 3apaBeona3BaHe.

CPG Ha ESC Hapg3npaBa 1 KOOpAWHWPA MOArOTOBKAaTa Ha
HoBW [MpenopbKn. KOMUTETHT HOCKM OTFTOBOPHOCT M 3a Mpoue-
ca Ha ofobpeHne Ha Te3n Mpenopbku. Mpenopbkute Ha ESC
ce nognarat Ha nogpobHa pesnsma oT CPG 1 BbHLWHK eKcnep-
1. Cnep nogxopAwm pesusnn MpenopbKuTe ce ogobpsiBaT oT
BCUYKM €KCnepTy BKoUYeHN B paboTHaTa rpyna. OKoHYaTenHu-
AT NOKYMeHT ce ogobpsea ot CPG 3a ny6nukysaHe B European

Ta6bnuua 2:

HuBa Ha goKka3aTencrBeHoCT

Heart Journal (EHJ). MpenopbkuTe 65xa pa3paboTeHn cnef BHU-
MaTeNHoO cbobpassABaHe C HayYHUTE U MeAULIMHCKU NO3HAaHWA U
[OKa3aTencTBara, HaIMYHM KbM MOMEHTa Ha OKOHUYATENTHOTO UM
Cb3faBaHe.

3apauarta 3a pa3paboTeaHe Ha MNpenopbky Ha ESC BkntouBa
1 cb3gaBaHe Ha ob6pa3oBaTesiHM CpecTBa U Nporpamu 3a npu-
NOXKEHWe Ha YKa3aHUATa, BKNIOYNTENTHO AXX06HM Bepcnm Ha npe-
nopbKnTe, 0606LaBaly ANANO3UTUBM C OCHOBHM MOCNAHWUA,
0606LlaBaLLN KapTh 33 HECNELMANNCTU U eNIeKTPOHHa Bepcus
3a AUrUTanHo npunoxeHve (cMapTdoH n T.H.). Teanm Bepcmm ca
CbKpaTeHU 1 Taka, 3a No-nogpobHa nHopmaumsa, noTpedbuTte-
nAT TpA6Ba BMHarm ga MMa AoCTbN 4O BEPCUATA C MbJIeH TeKCT
Ha lNpenopbKuKTe, KOATO € CcBOBOAHO AOCTBMNHA Npe3 yebcanTa
Ha ESC n B yebcainta Ha EHJ. HaunoHanHuTe KapanonornyHu
AapyxectBa ot ESC ce HacbpuaBaT fa ogobpaBsaT, Bb3npuemar,
npesexpgaTt u npunarat Bcuuky MNpenopbku Ha ESC. Heobxopaun-
MU Ca Nporpamu 3a NPUNoXKeHe, 3al0To UMa JOKa3aTencTsa,
ye U3XOABT OT 3a60N1ABAHETO MOXe fa ObAe C bnaronpusaTeH ns-
XO[ NPV MbAHO NPUSIOKEHWE Ha KNVMHUYHNTE YKa3aHUs.

3ppaBHMTEe NpodecMoHanucT ce HacbpuyaBaT Aa B3emat
npensug usuano lNpenopvkute Ha ESC, Korato npunaraT Knu-
HUYHWTE MM MpPEeLeHKN, KaKTo 1 Npu onpefensiHeTo U npuno-
XeHVeTo Ha MPeBaHTVBHYW, JAMArHOCTUYHU WU TepaneBTUYHN
ctpaTerum. MpenopbkuTe Ha ESC o6aue He OTMEHAT MO HUKAKDbB
HaUMH KakBaTo W fia € OTFOBOPHOCT Ha 3apaBHUTe npodecro-
HanMCTX Ja B3eMaT NpaBUIIHM U TOYHW peLLleHns B NpeLeHKaTa
Ha 34pPaBHOTO CbCTOSAHUE Ha BCEKW MALMEHT 1 NPY KOHCYyNnTauma

HunBo Ha
[oKa3zaTesnicTBeHocT B

HuBo Ha

fokasatencreeHocT C HV NPOYYBaHUA, PEFNCTPU.

[aHHn, nony4vyeHn ot eANHNYHO PaHAOMN3NPAHO KIMHNYHO N3NUTBaHE Un
ronemMmm HepaHgoMmn3snpaHu Npoy4vsaHunaA.

KOHCEHCyC Ha eKcnepTHU MHeHNA n/vnn mankum npoy4BaHUA, PETPOCNEKTUB-
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C KOHKPETHUA NauueHT nan NNLETO, KOETO Ce FPUXn 3a Hero/
Hesl, KOraTo TOoBa e MoAXOoAALLO U/UNn HeobXoanMO. 3apPaBHUAT
npodpecMoHanncT HOCK OTFOBOPHOCT 1 3a MOTBbP)KAABaHe Ha
npasBunaTa v pernameHTUTe NPUIOKUMN BbB BCAKa CTpaHa 3a
NneKapcTBaTa 1 yCTPOMNCTBAaTa KbM MOMEHTA Ha NpeAnvcBaHe.

2. BvBepeHme

2.1. 3awo nMmame HyXa OT HOBU
npenopbKK 3a NnoBeAeHNe npu
BpoAeHU cbpaevyHn mandopmauun
npu Bb3pacTHn?

Cnep npepviliHaTa Bepcra Ha NybnnkyBaHuTte npes 2010 rogviHa
MpenopbKky 3a noBeAeHWe NPy BPOAEHW CbpaeyHn mandopma-
uun (CHD) npu nopacHanu, ce HaTpynaxa HOBW AaHHW Npu Ta3u
rpyna naumeHTy, ocobeHo 3a NepKyTaHHU MHTePBEHLNOHANHN
TEXHUKU U PUCKOBA CTpaTUdMKaLMa OTHOCHO 13bopa Ha Bpeme-
TO 3a XMPYPrua 1 KaTeTbpHa NHTePBEHLNA, KaKTO 1 3a MeAnKa-
MEHTO3HOTO NleyeHne. ToBa HanpaBu HyXAaTa OT PeBU3MA Ha
npenopbKnTe Heobxoamma.

Tbl KaTo cera Bcped Bb3pacTHuTe nauneHtn ¢ CHD Hapa-
cTBa GPOSAT Ha Te3M B HanpeHasa Bb3pPacT, BKIIUMTENHO U No-
Bb3pacTHU, TepmuHbT CHD npm nopacHanm Beye He nsrnexpga
noaxofsAul v no Tasu NpuumHa Gelle 3aMeHeH C Bb3PacTHU C
CHD (ACHD) npe3 uenusa gokymeHT. ToBa CbOTBETCTBA M Ha MeX-
JyHapopfHaTa nuTepaTypa.

2.2. CbabpKaHNe Ha Te3n NpenopbKun

B3semaHeTo Ha peweHue npu ACHD BKntouBa TOYHa AnarHosa,
onpepaenaHe Ha NOAXOAALLO BpeMe 3a MHTePBEHLMA, OLleHKa Ha
pucka 1 n36op Ha Han-NOAXOAALWMA BUS MHTepBeHUMA. OcBeH
ToBa, ca ob6xBaHaTh cneundUYHM acnekT! Ha MefMKaMeHTO3-
HOTO NeyeHre Ha CbCTOAHNWA, KaTo CbpfieYHa HelOCTaTbYHOCT,
nynmoHanHa xuneptoHua (PH) n aHTukoarynayms.

Te3un npenopbku, pokycnpaHm Bbpxy ACHD, ca opmeHTupa-
HV KbM NOBeAEeHMNE U 3a No-rofieMy NoapoOHOCTY NO TEeMUTE eH-
[OKapAuT, n3onnpaHn KnanHu sabonasaHua n 6onectn Ha aop-
TaTa BU)KTe CbOTBETHUTE OTAENHM AOKYMEHTM 3@ NPENoOpPbKY Ha
European Society of Cardiology (ESC).

2.3. HoB popmat Ha npenopbKUTe

Hosute Mpenopbku 6sxa aganTypaHu fa ynecHAT n3non3saHe-
TO UM B KJIHWYHaTa NpaKTUKa U Ja OTFOBOPAT Ha HY»XAuTe Ha
ynTatenuTte upes GokycrpaHe BbpPXy cOUTK, ACHO NpefCcTaBeHn
yKa3aHuA. B KpaA Ha AOKyMeHTa, pa3den 5 npepnara Temn 3a
6bhewn n3cneaBaHna, a pasden 6 obobLiaBa KnYoBUTE NOC-
NaHuA. 3a noBeye JOMb/HUTENHA MHOPMaL A, MonA obbpHeTe
ce KbM YuebHuka Ha ESC no cbpaeyHocbaoBa meamumHa.'

2.4. Kak pa 6bpaT nsnonsBaHu Te3u
npenopbku

KomuTeTbT nmopyepTaea, ue B KpalHa CMeTKa MHOro ¢aktopu
onpefenaT Han-noAXoAALWOTO JiedeHre Npu OTAENHWUTE nauu-
€HTV B paMKUTe Ha JageHa obwHocT. Te3n GakTopu BKOUBAT
HaNMYHOCT Ha AMarHOCTUYHO 06opyaBaHe, eKcrepTnsa Ha Kap-
AMonosnTe 1 xupyp3sute, ocobeHo B 061acTTa Ha CbpAaeyHaTa

XVPYPrua 1 NepKyTaHHUTE MHTEPBEHLMW NPU BPOLAEHUTE Cbp-
AeyHn mandopmauun, 1 No-CrneLmanHo XenaHuaTa Ha fobpe
nHbopmMmpaHuTe naumeHTn. Hewo noseue, 6naropapeHvie Ha
nUncaTta Ha AaHHK 6a3vpaHy Ha foKasaTencTea B 0bnacTTa Ha
ACHD, noBeyeTo NpenopbKy ca [0 ronama cTeneH pesynrart ot
0610 cbrnacue Ha ekcnepTy, Ha 6asaTa Ha PeTPOCNEKTUBHU U
npocnekTUBHN HabnogatenHn npoyysaHua u pernctpu. Cne-
[lOBaTEeJTHO, B HAKOW KIIMHUYHW CUTYaLMM OTKIIOHEHUATA OT Te3n
MpenopbKky Morat fa 6baaT noaxonALm.

2.5. KakBo e HOBOTO B NpenopbKuUTe
ot 2020?

M36paHn peBn3vpaHy NPenopbKu, HOBU MPENoOpPbKU U HOBYU
CXBalaHmA ca 0606weHn B Tabauya 3.

3. O6wm acneKkTn

3.1. PasnpocTpaHeHne Ha BpoAeHun
cbpAeyHn mandopmauyuvn npu
Bb3pacTHU

Kbm gHewHa gata pasnpocTpaHeHueto Ha CHD B cBeTOBEH Ma-
wab e ~ 9 Ha 1000 HOBOPOAEHM, CbC 3HAYUTENHN reorpadckm
Bapuaunn.>> [lokato pasnpoCTPaHEHMETO Ha TEXKU BPOAEHN
CbpAeyvHn mandopmaumy HaManAaBa B MHOTO 3anaAHu /pa3sutu
CTpaHu nopagmn GpetaneH CKPYHUHT 1 NpeKbcBaHe Ha bpemeH-
HOCTTa, 061W0TO pa3npocTpaHeHre B rnobaneH mawab ce yse-
nunyaBa.* Mopaan MeguUMHCKa, XMpYpruyecka U TeXHOMornMyHa
eBofiloUMA npes nocnegHnTe gecetmunetns, >90% oT xopara,
KouTo ca pogeHun ¢ CHD, cera ouenssaT 4o 3pAna Bb3pact.’ B
pe3ynTaT Ha ToBa pa3npoctpaHeHueTo Ha CHD B o6LHOCTTa UM
ce yBeNMuM 1 cera faney Hagxebpns 6pos Ha geuyata ¢ CHD.®
CHD moxe pa 6bae knacudurumpaHa Kato Nieka, cpefjHOTEXKa
unu Texka (Buxte Tabnuya 4).

3.2, OpraHmsauma Ha rpmxuTe

Korato naumeHTute ¢ CHD HabnuxaBaT 3penocT Te ce HyXAaaT
OT HacouBaHe KbM ACHD rpuxu. To3u TpaHcdep Tps6Ba fa 6bae
npeALwecTBaH OT NOAroTBUTENHA NpexoaHa ¢asza, KoATo NPoabI-
»aBa U B 3psAna Bb3pacT, B 3aBUCUMOCT OT HY>KAUTE Ha nauneHTa.
CneymanHa 3apaBHa opraHv3aumna 1 TPEHNPOBBYHM MPOrpamm
ca HeobxoauMmK, 3a fia OTFOBOPAT Ha HyXAWTe Ha Ta3u nonyna-
uvA naumeHTn.” BaxkHOTO e, ye rpwkata 3a naumeHTn ¢ ACHD e
foxunBoTeH (Queypa 1) 1 CbLLO Taka U3MCKBa CTpaTernu 3a npea-
BapUTENHO MiaHMpaHe Ha rpuxmTe. PaboTHata rpyna Ha ESC no
BpOLEHU CbpaeyuHr mandopmaumm npm nopacHanu (ESC Working
Group on Grown-up Congenital Heart Disease) nybnukysa cTa-
HOBULLE OTHOCHO MPEMNOPDBKMTE 3a OPraHM3aLmA Ha FPUXUTE 1
o6yueHue no noa-cneymnanHoctta ACHD B EBpona.8 [JlokymeHTbT
Ce No30BaBa Ha NpeauLHMUTe Hacokn Ha ESC® n ctpatudunumpa-
HU FPVXKK 33 NaumMeHTUTe Ha Tpw HWBa: (i) mayMeHTN, KomTo ce
HY>XOaAT eAMHCTBEHO OT FpVXK B CneumanmsvpaH ueHTbp, (i)
naumeHTH, 3a KOUTO MOXKe fia Ce OpraHM3npa CrogesieHa rpuxa
B MOAXOAALLM O6LM LLEHTPOBE 3a Bb3PaCTHU NaLNEHTN C Kapan-
onornyHu 3abonasanus, u (i) nayneHTn, KOUTO MoraT Aa 6baaT
obcny>keHn B HecreunanmsmpaHu KINMHWKK (@Ko e HeobXxoanmo,
C [OCTBN A0 crneymanusnpann rpwxm). NpegnaraHnte n3nckea-
HUA KbM MepCcoHasna B CcneuunanvsnpaHy LEHTPOBE ca ONmMcaHn
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Ta6bnuua 3:

Aputmua

N36paHun peBusmnpaHu npenopbku (R), HoBu npenopbku (N) 1 HOBM KoHLenuuu

B n3paHueto ot 2010 iMncBaT oprumanHoO NPENOPbKM — TaKMBA HE Ca BKIKOYEHM — 32 MOAPOGHOCTY BUXTE TabNNLUTE 3a NPENopbKU B pa3de-

71U 3.4.2 1 4.10. 06061WeHVe Ha Hal-BaXKHUTE TOUKMU:

+ [lopguyepTaBaHe Ha 3HAYMMOCTTa Ha MoAneXaluTe NPUYMHN, MEXaHU3MBT Ha apTUMKATa U aHaToMMATa Ha nognexaliata CHD.

+ [lopguyepTaBaHe Ha 3HAYMMOCTTa Ha MyNTUANCLMMAVHAPEH NOAXOA 3a ONTUMANHO JleYeHne Ha apuTMuUATa, Npean NN eAHOBPEMEHHO C
nepKyTaHHa UNU XMPYpPryHa MHTEPBEHLNA.

+ B3emaHe npeaBua Ha paHHa KaTeTbpHa abnauuns, KaTo anTepHaTMBa Ha AbJIFOCPOYHOTO MeAVKAMEHTO3HO NleyeHune 3a cumnToMHa SVT n
VT, npu ycnosue ye npoLeaypaTta ce U3BbpLUBa B LIEHTPOBE C ONUT.

+ HacouBaHe KbM cBbp3aHu ¢ VT aHaTOMUYHM MCTMYCH NPY NALMEHTUN C KOpUrupaHa TeTpanorua Ha Fallot c npoabmxutenHm VTs npegm nep-
KyTaHHa Unn XmpypruyHa pe-nHtepseHums B RVOT, Tbii KaTo Te3u NpoLefypy MoraT fja JOBeAaT 0 HeAOCTbMHOCT Ao cy6cTpaTtuTe 3a VT.

+ Pa3nosHaBaHe Ha Bpb3KkaTa Mexpay 6paavkapava u IART 1 noTeHumanHaTa nossa oT MMNNaHTauua Ha PM.

CuHapom Ha Eisenmenger / nynMoHanHa apTepnanHa XmnepToHns

N  Mpenopvtiea ce naumenT c CHD w nOTebpAeHa npexanunApa PH Aa 6oaar coseroan npoTs 3a6pevenseae.
N  Ouenka va prcka ce npenopuuea npn cukn naunenTu CPAR-CHD.
N _
R [Ja 6bfe noguepTaHa 3HaYMMOCTTa Ha cekBeHUManHata ctpaterua  [pu naumeHTu c Eisenmenger cuHAPOM € HamaneH GU3nYeCcKn Kamna-
Ha PAH TepanusaTa npu cuHapom Ha Eisenmenger v n3nonssaHeto Ha — LUTET (pa3cTosHue npyu 6MWT <450 m), TpsAbBa Aa ce MMma NpeaBua
6MWT 3a B3eMaHe Ha pelleHue 3a 3anoyBaHe Ha Tepanusa. TepaneBTWYHa CTPaTerna C HayasHa MOHOTEpanuA C eHAOTENIMHOB
peLenToOpeH aHTaroHUCT, nocnefBaHa OT KOMOMHMPaHa Tepanus,
aKOo MaLMeHTbT He Monyum nogobpexme.
WbHTOBYM NEesun
N * TIpW MALMHTY C LIBHTOBM NE311 Y HWHBA3NBHY Geresi Ha MoBMLIEO PAP & 3abIKUTETHO A0 CE HaNIPABH UHBAINBHO U3MEPBaKe Ha PYR.
N/R MprcnocobeHn NpenopbKK 3a 3aTBapsAHE Ha WhbHTa (korato Qp:Qs >1.5), cnopen nyncneHoto PVR:
3-5 WU: knac lla 3a ASD, VSD n PDA
N _
N [a ce uma npefBmAa No-rofAMaTta Bb3pacT Npy B3eMaHeTo Ha pelue-
HUe 3a XMPYPruyHo 3aTBapaHe Ha ASD.
R TpaHcKaTeTbpHOTO 3aTBapsAHe Ha VSD cTaHa anTepHaTuBa Ha XMpyp-  TpaHCKaTeTbpHOTO 3aTBapAHe Ha VSD ce npeBbpHa B anTepHaTuBa,
ryuaTa npu noabpaHu naumeHTr, 0cobeHo npu octatbyeH VSD. 0C06€eHO Npu ocTaTbuHK VSDS, TPYAHO XUPYPrUYHO JOCTbMHYM VSDs,
KaKTo 1 MycKynHu VSDs Hamupallm ce LeHTpasHO B MexAayKamep-
HaTa nperpaga.
R YTOuHABaHe Ha W3UCKBAHETO 3a XMPYPr MO BPOAEHW CbpAeyvHU
mandopmaLuy Npu 3aTBapAHe Ha YacTmuieH AVSD.
R [la ce yTOYHM HaNNUMETO Ha MPEACHPAHO MbXKAeHe unv PH, kato  Mpu 6€3cMMNTOMHM MNaUMEHTU C TeXKa peryprutauua Ha ne-
M3MCKBaHWA 3a KnanHa kopekuna npu AVSD. BOCTpaHHaTa AV Knana, 3anaseHata LV ¢yHkuuma (LVESD <45 mm v/
vnu LVEF >60%), BUCOKa BEPOATHOCT 3a ycnellHa KopeKLua Ha Kna-
nata v HUCbK XMpYpPruyeH pucK, MHTepBeHLuA TpabBa fa ce B3emaT
npeasua, KoraTo e Hanuue NPeACcbPAHO MbXKAEHE UK CUCTONHO AP
>50 mmHg.
R YTouHABaHe Ha Bb3MOXHOCTTa 3a peHecTpupaHo 3atBapaHe Ha ASD.
R [ecatypauuATa no Bpeme Ha ¢p13n4eCKo HaToBapBaHe Aa ce BKIIIUN

O6CTPYKUMA Ha NeBOKaMepHUA U3XOAeH TPaKT 1 aopTonaTuu

KaTo NPOTMBOMNOKa3aHwue 3a 3aTBapsaHe Ha ASD, VSD, AVSD, n PDA.

MoBuLeHne Ha NpenopbKUTe 3a HTepBeHUMA oT Knac lla go | npun
AS C HUCBK [e6NT, HUCBK rPagMUeHT.

Mpodwvnxasa
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1

lMpodwxeHue

06cTpyKUMA
R

Mo-HucbK cpepeH npar Ha Doppler rpaavieHTa 3a LVOTO uHTepBeH-
umA ot 50 Ha 40 mmHg.

BkntouBaHe Ha HMBaTa Ha BNP 1 noBuweHoTo PAP B MHAMKauuuTe 3a
MNHTepBEHUMA Npu KnanHa AS.

WHTepBeHUMA TpAGBa Aa ce B3eMe NpeABuA Npu 6e3CMNTOMHM Na-

LiMeHTM ¢ HopmanHa EF v nunca Ha natonorvs npu ¢pr3mnyecko HaTo-

BapBaHe (BuKTe Pasoesn 4.5.1), ako XVPYPrUYHNAT PUCK € HUCBK U e

Hanvile NoHe eaHa OT ClefjHNTE AaHHN:

« M3paseHo nokaueHu HuBa Ha BNP (>3-KkpaTHo yBenuueHve ot
HOPManHUA Bb3pacToB W MOJIOB [ManasoH), MOTBbPAEHN Ypes3
MOBTOPHU N3MepBaHuA, 6e3 ipyro obACHeHue.

« Texka PH (cuctonHo PAP B nokoit >60 mmHg, NOTBbpAEHO OT UH-
Ba3VBHO U3MepBaHe), 6e3 Apyro obAcHeHwe.

nOTB'bp)K,U,aBaHe Ha rpagueHTn Ha HanAraHe 4pe3 WHBasWBHO
n3MepBaHe 1 nNpeanovYnTaHne KbM CTEHTUPAHE NPU KoapKTauna v
pPeKoapKTalua, Korato e TexHM4eCkm ocbLecTBuMMo.

KaTeTbpHO neyeHmne (CTeHTMPaHe) Ha KoapKTauma TpAGBa Aa ce MMa NPeABUA MPY HOPMOTEH3MBHU NALMEHTU C NOBULLIEH HEMHBA3VBEH rpa-
[INEHT, NOTBBPAEH C MHBa3MBHO M3MepBaHe (peak-to-peak =20 mmHg), KoraTo e TeEXHUYECKM OCbLLECTBMMO.

Xupyprus Tpa6sa fa ce Ma npeaswg Npw nauneHTn ¢ TGFBR1 nnu TGFBR2 myTauus (BKntountenHo Loeys—Dietz cuHgpom), kouto nmat 6o-
NIecT Ha a0PTHUA KOPEH C MakCcMMarneH AnameTbp Ha aOPTHUA CMHYC =45 mm.

Mpu cuHapom Ha Turner, TpAGBa Aa ce UMa NPeABUA NNAHOBA XMPYPIUA NPU aHeBPU3MI Ha aOPTHUA KOPEH 1/unn Bb3xoasAluaTta aopTta npu
XKEHU, KOWTO ca >16 roguLlHa Bb3pacT, UMaT MHAeKC Ha AS (ASI) >25 mm/m? n umat npuapyxasally puckosm GpakTopu 3a aOpTHa AMCEKaLA.

Ha leCHOKaMepHMA U3XOAEeH TPaKT / TeTpanorus Ha Fallot / Ebstein

Cbob6pa3ABaHe Ha NMPENOPBKUTE 3a XUPYPrUYHA UHTEPBEHLMA NPU
RVOTO, B cboTBETCTBUE CHC CUMMITOMUTE.

BkniouBaHe Ha NpefnoynTaHme 3a KaTeTbpHa MHTEPBEHUWA Lienalla
KnanHa umnnaHtauua npu TOF.

YTouHABaHe Ha RV gunatauua B ycnoBuATa Ha NYJIMOHANHO KnamnHoO
npotesupaHe npu TOF n npnu RVOT KoHAalonTH.

CMmsAHa Ha NynIMOHanHaTa Knana Tpsabsa Aa ce ma npeasug npu 6es-
CMMNTOMHW NaumeHTn c Texkka PR n/unn RVOTO, npu Hanuume Ha
nporpecmpatya RV gunataums go RVESVi =80 mL/m? n/wnu RVEDVi
2160 mL/m?, n/unn nporpecpaHe Ha TR A0 Hall-mManko ymepeHa
cTeneH.

B cnyuain Ha ASDs npu Ebstein aHomanus, o6bpHeTe BHUMaHNE KbM
rokayBaHe Ha HanAraHeTo B RA nnm cnafaHe Ha cbpfeyHNA Aebut.

B cniyyaii Ha JOKYMeHTUpPaHa cMcTeMHa eMOoNNA, BEPOATHO MpUYm-
HeHa OT napafjoKcanHa embonus, TpAbBa Aa ce UMa NpeaBUA U30Mn-
paHo 3aTBapsHe c yctponctso Ha ASD/PFO, HO TO M3MCKBa BHMaTEN-
Ha OLeHKa Mpean MHTEPBEHUMATA, 33 Aa Ce U3KMYYM UHAYLMPAHO
rnokauBaHe Ha RA HansAraHe unv cnagaHe Ha CbpAeYHNA febut.

Tpaucnosuquﬂ Harosnemute aptepun

HamanagaHe oT | Ha lla Ha cTeneHTa Ha NPENOPbBYNTENIHOTO HMNBO 3a
AV KnanHo npoTe3upaHe npu TGA/aTpraneH cymy npu cUMnToma-
TUYHU NaLUEHTN.

Mpwv naumeHTn c TGA/aTpuaneH cyny, Hy>AaeLm ce oT MMMaHTaumna
Ha PM/ICD: 06bpHeTe BHUMaHMe 3a Hann4meTo Ha NponyckaHe (1K)
Ha nperpapara.

Mpu NaumneHTn ¢ TeXKa cuctemHa (TpUKycnmnaHa) AV KnanHa perypru-
Tauws, 6e3 curHndukaHTHa KamepHa cuctonHa aucdyHkuma (EF >40%),
TpA6Ba fa ce Ma NpeaBua NOAMAHA He3asuCUMO Om cCUMNMoMUMe.

lMpwn nauveHT ¢ nponyckaHe (M1K) Ha Nperpagarta, KOUTO Ce HyXXAa-
AT oT PM/ICD, TpA6Ba fja ce B3eMe NpeABUA 3aTBaPAHETO Ha Nponyc-
KaHeTo (MperpagHua NnK), Korato e TeXHNYECKN Bb3MOXHO, Mpeamn
BbBEXAAHETO Ha TPAHCBEHO3HW ENIEKTPOAN.

Mpodwvnxasa
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lMpodwvnxeHue
N Mpu ccTGA, TpabBa fa ce B3eMe NpeaBus AByKaMepHO NercrMpaHe B ciyyaii Ha nbaeH AV 6510k nnun >40% 13ncKBaHMA 3a KaMEPHO NercrupaHe.
R PeBun3npaHu nokasaHus 3a cMAHa Ha TV npu ccTGA, cnopep cumnTo-

MWTe 1 CUCTEMHATa KamepHa GyHKLmMA
(MoBULIEHO HNBO Ha MPenopbKa NP NALMEHTN CbC CUMMTOMATUYHA
ccTGA ot llaHa l).

Mpw 6e3cumnmomHu NaumeHTn c Texxka TR 1 nporpecrpalia gunarta-
umA Ha cuctemHata RV n/vnu neko HapyLieHa cuctonHa GyHKUUA Ha
RV (EF >40%), Tpa6Ba ga ce uma npeasug nogmaHa Ha TV.

R AHaTOMMYHO KopurupaHe (aTpuaneH + aptepuaneH cymnu) 3a ccTGA,
OTCTPaHeHa CbrNacHo NpenopbKuTe.

EAHOKamMepHO cbplie

Linpkynauus Ha Fontan

" _
" _
N Tlpenopea ce mer c UApsyaLs Ha Fontany 1 HAKIKSO YCTORHEHHE 12 OoRaT CoseToan ga e sabpemenear.
" _
N Mpu NauneHTn c apuTMKM TPAGBA Aa ce NpeAnpremMe NPOaKTUBEH NOAXOA C eNeKTPodK3MONOrMyHa oLeHKa 1 abnauus (KbAeTo e NoAXoAALLa).
N TpabBa aa ce MMa NpeABUA pefoBHa YepHOAPo6Ha 06pa3Ha AnarHoCTUKa (ynTpasByk, KOMMIOTbPHa TOMOrpadus, MarHUTEH Pe30HaHC).

" _
N _

AHomanum Ha KOpOHapHUTe apTepun

A) AHOManHao u3xoXaaHe Ha KOPOHapHa apTepus oT NnyJIMoHanHaTa apTepua (ACAPA)

N Xepyprancenpenoppsap A ALCAPA.
N XApYPIR TPAGS2 A2 e M PeRBHA A ManenTn ¢ ARCAPA i CANITONY, OTAaB31A Ha JHONGTIa KOPOHGPra apTEpWs.
N Xupyprus Tpsa6Ba aa ce nma npeasua 3a ARCAPA npu 6€3cMMNTOMHYM NALMEHTN C KamepHa AUCGYHKLMA U MUOKAPAHA NCXEMUS, CBbP3aHmn

C KOpOHapHa aHOManuA.

B) AHOmManHo nsxoxaaHe Ha KOpoHapHa apTepus oT aoptaTta (AAOCA)

" _

N Xupyprusa moxe Aa ce nma npefsug npu 6escumnmomHu nauneHt ¢ AAOCA (gAacHa nnv naBa) 1 JaHHW 32 MUOKapAHa CXeMUA.

N Xupyprus Tps6Ba Aa ce Ma npeaBua npu 6escumnmomHu naumeHTn ¢ AAOLCA 6e3 HUKaKBY AaHHM 32 MOKapAHa UCXEMUS, HO C BUCOKOPUC-
KOBa aHaTOMMA.

" _

" _

N XApyprin e cepenopsa 1P ARORCA P GeSCUNIITONHU TBUUEHTH G€3 MHOKIPANa MCKENA 1 663 SUCOROPHCKOB3 ahaTomus.

Mpoodwvnxasa
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lpodwvxeHue
HoBu KoHuenuyun
HazBaHue (ACHD).
Knacndukaums Ha CNoXHOCTTa Ha 3abonABaHeTo.
M3ncKkBaHMA KbM NepcoHana B ekcnepTeH LeHTbp 3a ACHD.
OuepTaBaHe ponsTa Ha 6romapkepuTe B NnpocsiegaBaHeTo Ha ACHD.
MoApPO6HM 1 KOHKPETHY NPENOPBKY 3a MOBEAEHVE NPW apPUTMUN.
Mo-cneynduryHmn n cbobpaseHn NpenopbKIM 3a neyeHne Ha PAH.
MpenopbKu 3a M3non3BaHe Ha aHTUKOArynaHTu.
CbobpasABaHe CbC CTapeeHEeTo U NpefBapUTENHO MiaHpaHe Ha FpuKnTe.
KaTeropuun BUCOKO prckoBu 6pemMeHHOCTUN B CboTBETCTBUE C MpenopbKuTe Npu 6peMeHHOCT.
PaswupsBaHe Ha cekymaTa 3a cuHAPoM Ha Marfan go aopTonatuu (v BKnouBaHe Ha HTAD, cuHapom Ha Turner, u 6uKycnnaHa aopTHa 6onecr).
OuepTaBaHe ponsTa Ha KaTeTbpHaTa MHTepBeHUuA npu ACHD.

6MWT = TecT c 6-MuHyTeH TecT ¢ xogeHe; AAOCA = aHOMasHO M3X0XAaHe Ha KopoHapHa apTepua ot aopTtaTta; AAOLCA = aHomanHo
N3X0OX[JaHe Ha NiABa KopoHapHa apTepua oT aopTata; ACAPA = aHOManHa KopoHapHa apTepusa oT nynmoHanHata aptepusa; ACHD =
BpOAeHa cbpaeyHa mandopmauma npu Bb3pacTtHu; AF = npeacbpaHo mbxaeHe; ALCAPA = aHOMarHa nsiBa KOpOHapHa apTepus
oT nynmoHanHata aptepusa; ARCAPA = aHOmanHa gsAcHa KOpOHapHa apTepua OT My/IMOHasnHaTa apTepusa; AS = aOpTHa CTeHO03a;
ASD = mexgynpeacbpaeH aedbekt; AV = aTproBeHTpUKynapeH/a/o/u; AVSD = aTproBeHTpuUKynapeH centaneH gedekt; BNP = B-tun
HaTpuypeTuyeH nenTtug; ccTGA = BpofeHa KopurmpaHa TpaHcnosuumsa Ha ronemute aptepun; CHD = BpogeHa cbpaeyHa mandop-
Maumsa; CMR = cbpieYHOCBHA0B MarHUTEH pe3oHaHc; EF = ¢ppakuma Ha ustnackeaHe; HTAD = HaneacTBeHa 60/1eCT HAa TOpaKasHa
aopTHa; IART = BbTpenpeacbpaHa preHTpu Taxmkapaus; ICD = nmnnaHTnpyem KapanosepTep agedubpunartop; L-R = naso-gecer/
a/o/w; LV = nABa Kamepa/neBokamepeH/a/o/v; LVEF = neBokamepHa ppakumsa Ha nstnacksaHe; LVESD = neBokamepeH TenecmcToneH
anameTbp; LVOT = neBokamepeH nsxogeH TpakT; LVOTO = 06CcTpyKUmMA Ha IeBOKamMepHUa usxogeH TpakT; N = HoBa npenopbKa;
PAH = nynmoHanHa aptepuanHa xuneptoHus; PAH-CHD = nynmoHanHa apTepranHa XxunepToHUA CBbp3aHa C BpodeHa CbpAeyHa
mandopmauus; PAP = nynmoHanHo aptepuanHo HansaraHe; PDA = nepcuctupaly aykTyc apTepuosyc; PFO = nepcuctupaly dopameH
oBane; PH = nynmoHanHa xunepTtoHus; PR = nynmoHanHa peryprutauus; PVR = nynmoHanHo cbaoBo cbnpotusneHne; Qp:Qs = oT-
HOLLeHMe NyJIMOHaNneH KbM CUCTEMEH KPbBOTOK; R = peBusmpaHa npenopbka; RA = gacHo npegcbpave/npeacbpaer/a/o/w; R-L =
AAcHo-nAaB; RV = gsicHa Kamepa/aeHokamepeH/a/o/v; RVEDVi = nHaeKc Ha gecHokaMepHus TenegmactoneH obem; RVESVi = nHpekc
Ha lecHOKamepHua TenecuctoneH obem; RVOT = gecHokamepeH usxogeH TpakTt; RVOTO = 06CTpyKLUA Ha e CHOKaMePHUA U3XOAeH
06em; RVSP = gacHoKamepHO cUCTONHO HanAraHe; SVT = HagKamepHa TaxvKkapans; TGA = TpaHCNo3MLuMA Ha roiemnTe apTepun;
TGFBR = TpaHcdopmumpaly 6eTa peuentop pactexkeH ¢aktop; TOF = TeTpanorusa Ha Fallot; TPVI = TpaHcKaTeTbpHa MMNIaHTaLms Ha
nynmoHanHa knana; TR =Tpukycnuganta peryprutaums; TV = TpukycnugHa knana; UVH = egHokamepHo cbpue; VSD = mexxaykame-
peH pedekT; VT = KamepHa Taxukapaus; WU = egunnum no Wood.

Ta6bnuua 4: Knacndukauumsa Ha CI0XKHOCTTa Ha BpOAeHUTe CbpAeYHN mandopmauuu
NEKW:

« W3onupaHa BpogeHa 601ecT Ha aopTHaTa Kfana n bukycnugHa aopTHa 6onect

+ W3onupaHa BpoaeHa MuTpasiHa KnanHa 6onecT (c usknoueHne Ha napallyTHa Knana, knedt (Lenka) Ha knanaTa)

- Jleka n3onupaHa nynMoHasnHa cteHo3a (MHbyHAnbYnapHa, KnamnHa, HagknanHa)

+ W3onupaH manbk ASD, VSD unu PDA

+ Kopurupan ASD cekyHayMm, cuHyc BeHo3yc AedekT, VSD nnu PDA 6e3 ocTaTbuym UNW CNefCcTBUA, KaTo KamepHa Annatauns, KamepHa ancoyHKuma unm
nosuweHo PAP.

CPEQAHO TEXKMW: (KopurmpaHu nan HekopurrpaHu, KbeTo He € NocoUeHo; a3byueH pen)

+ AHOMarnHo BnvBaHe Ha 6enoApPO6HN BEHN (YACTUYHO MW TOTANHO)

+ AHOManHa KopoHapHa apTepua n3xoxkgawia ot PA

+ AHOManHa KopoHapHa apTepusa 13XoXAalla OT MPOTUBOMOSIONKHMUA CUHYC

+ AopTHa cTeHO3a - NoAKanHa Uy HaagknanHa

+ AVSD, yacTuuyeH unu nbneH, BkaountenHo ASD nprmym (c n3kntoueHne Ha 6enoapobHa cbaoBa bonecT)
+ ASD cekyHAyM, yMEePEeH 1nu ronam Hekopurupa (c uskiioueHne Ha 6enogpobHa cbosa 6onecr)

+ KoapkTauusa Ha aopTaTa

+ [IByKyXUHHa fificHa Kamepa

+ AHomanus Ha Ebstein

+ CuHppom Ha Marfan 1 cBbp3aH ¢ Hero HTAD, cuHgpom Ha Turner

+ PDA, ymepeH nnu ronam HekopurupaH (c nsknoyeHve Ha 6enoapobHa cbaosa 6onect)

+ lMepudepHa nynmoHanHa cTeHo3a

« [MynmoHanHa cteHo3a (MHYHANOYNapHa, KNanHa, HagKnamnHa), yMepeHa unm Texka

+ CuHyc Valsalva aHeBpu3sma/puctyna

+ CuHyc BeHO3yC pedeKT

« KopurupaHa tetpanorus Ha Fallot

+ TpaHCNo3MuuA Ha roieMuTe apTepumn Cnep aptTepuaneH cyny onepaums

+ VSD c npugpyaBalym aHomanuu (c nskntoyeHune Ha 6enoapobHa cbaoBa 601ecT) U/Mny ymepeH Unm No-rofigM LWbHT.

Mpoodwvnxasa
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TEXKKU: (KoprirvpaHu nnm HeKopurmpaHu, KbAeTo He e NoCoYeHo; a3byyeH pen)

+ Bcsaka CHD (kopurupaHa nnv Hekopurupaxa), npuapy»<eHa ot 6enoapobHa cbaoBa 605ecT, BKIOUYUTENHO CMHAPOM Ha Eisenmenger)

+ BcAka unaHotnyHa CHD (HekopurnpaHa unm nanvaTMBHO KopurupaHa)

« Kamepa c gBoeH n3xog

+ Umpkynauusa Ha Fontan

+ [lpekbcHaTa aopTHa Abra

+ [TynmoHanHa atpesus (Bcuuku Gopmm)

+ TpaHcno3numaA Ha rofnemuTe apTepum (C M3KNIDUYEHME Ha NALUEHTU C apTepurasieH Cyny onepawus)

+ EpHOKamepHo cbpue (BKIOUYUTENHO NABa/AACHA KaMepa C IBOEH U3X0A, TPUKYCNAaHa/MUTPaHa aTpe3ns, CMHAPOM Ha XUMOMIacTUYHOTO JIABO CbpLie,
BCAKa Apyra aHaTOMWYHa aHoManua ¢ pyHKLUMOHANHO efUHCTBEHA Kamepa)

« 06w apTepuaneH cTBoN

+ [pyru cnoxHu aHomanum Ha AV 1 KamepHo-apTepuranHa Bpb3Ka (T.e. KpbCTOCaHO CbpLie (Criss-Cross), XxeTepoTakCUUYHN CUHAPOMY, KaMepHa UHBEPCUA).

ASD = mexpynpeacbprieH aedekt; AV = atpuoBeHTpuKynapeH/a/o/v; AVSD = aTproBeHTpukynapeH centaneH gedekt; CHD =
BpoAeHa cbpaeyHa mandpopmauus; HTAD = HacneacTBeHa 60necT Ha rpbAHaTta aopTHa; LV = nsaBa Kamepa/neBokamepeH/a/o/u;
PA = 6enogpobHa (nynmoHanHa) aptepus; PAP = nynmoHanHo apTepuanHo HansaraHe; PDA = nepcuctupaly aptepuaneH KaHarn;

VSD =mexaykamepeH aedekxT.

B Tabsuya 5. CNOXHOCTTa Ha cbpaeyHua fedekT He TpA6Ba Aa
6be eAVHCTBEHUAT KpUTEpUIA 3a HAacOUBaHe Ha MauMeHTU KbM
KOHKPETHO HMBO Ha rpuku. Makap ye naumeHTuTe CbC CIIOXKHN
JedeKTn morat fiecHo fa 6bAaT NpuKpeneHn KbM BUCOKO HVUBO
Ha rpvXu, JOPY aHaTOMUYHO NPOCTX AedeKTr MoraT fja ce HyX-
JaAT OT CheuuanusnpaHn rpuku npu onpefeneHy cutyauum
[Hanp.mexaynpeacbpaeH pedekt (ASD) ¢ 6enoppobHa apTte-
puanHa xunepTtoHua (PAH)L. Mo Tasn npuynHa, ce npenopbyBa
BCMYKK NaumeHTn ¢ ACHD pa 6baat BuaeHW NoHe BeHaX B crne-
UmnanunsnpaH LeHTbp, KoeTo nossonsasa cneumanmctn no ACHD pa
onpefenAaT Hal-NOAXOAAWOTO HUBO Ha MPUXM 1 UHTEpBaNM Ha
npocneassaHe 3a Bceku naumeHT.8 Mpexu ot cneumanvsmpaHm
LieHTpOBe € O6LM rPUKM 3a Bb3pacTHN TpA6Ba Aa 6baaT cb3ga-
[eHu BbB BcAKa obocobeHa obnact. [lencTButenHo, ¢ HapacTea-
HeTo Ha nonynauuaTa ot Bb3pacTHu ¢ CHD, noseye naumeHTy Le
ce NpeACTaBAT 3a MbPBU MbT Ha KapAMONO3nTe 3a OCTPU CbCTOoA-
HWA, KaTo apUTMUA, CbpAeyHa HeAOCTaTbYyHOCT UM eHAOKAPANT.
B TakmBa cnyyau, KapamMonorsT He TpsAbBa fa 3abaBs fleyeHneTo
npy XeMOANUHAMUYHO HeCTabunHW NauneHTH, Ho TpAabBa Hesa-
6aBHO fa ce cBbprke ¢ ACHD LeHTbpa Ha naumeHTa, 3a Aa 6baat
06CbAeHN noaxoaALmM CTpaTerMn Ha noBefeHne nnu TpaHcohep.
CneyuanHo BHMMaHVe e Heo6xoAMMO NP NaUWeHTH cnef Kope-
KumA Ha Fontan, KoATo ce nposBABa C apUTMKSA, TbIA KaTo Aopu 1
HafKkamepHWTe apUTMKM He ca ¢ fobpa noHocMocT. MoapobHM-
Te CbBeTM 3a cnewwHnTe rpuxm npu nayneHTn ¢ ACHD we nocneg-
BaT B OTAeNeH 6bell AOKYMEHT.

TpaHchepbT Ha nogpacTeawmn KbM ACHD rpuxum nma XnsHe-
HO 3HaueHue, TbiA KaTo Te HabnmMXaeaT 3pANOCT 6e3 NPonycKkun B
obrpuxkBaHeTo 1 TpAbBa Aa 6bAaT NPOAbMKEHN OT NOArOTBU-
TenHa npexofHa ¢dasa C AoMbAHWTENHA NpexoAHa MoAKpena,
KOATO NPOABbIIXKABa B PaHHa 3pAnia Bb3pacT, cropef HyXauTe Ha
nauvenTa.'® MpexsbprsaHETO N3MCKBA Crieymanta opraHnsaums
3a 3apaBHK rpuxin.'%" Mpenopbusa ce cneuymnanuctn ot ACHD
LeHTpoBe Aa MMaT eKMNK, BKYBALM CreumnanusmpaHn Megu-
LUMHCKN CeCTPU, NCUXOM03N 1N CoUManHy paboTHUUK, Tbil KaTo
ce 3Hae ye 6e3MOKONCTBO, Aenpecns Uy Npobnemmn cBbp3aHm
CbC CrpaBaAHe C MeANLMHCKOTO CbCTOsAHME ca Aobpe no3HaTu
npo6nemu npu Bb3pactHy nauneHt ¢ CHD.'? Te urpast u Kpu-
TWUYHa PONA B NPEXOAHMA NpoLeC Ypes NoeMaHe Ha NpexogHuTe
rPUKK 3a NaumeHTn cnep TpaHcdep OT AeTcKaTa Kapanonorus.
AcnekTtun, KouTo TpsabBa ga 6bAaT pasrnefaHy OT CBbp3aHU
3ApaBHU NpodecMoHanncTK, BKoYBaT YMCTBEHO 3apaBe, bna-
FONPUATHO MCUXMYHO CbCTOAHME W KAauyecTBO Ha KuBoTa.'>'3
Mpe3 uenus xneoT, rpuxute 3a ACHD, n3bopbT Ha niaHnpaHe
Ha cneumanu3paHun rpyuxn 1 cTpaTernmTe CBbP3aHn C Kpas Ha
KMBOTA CbLLO M3NCKBAT EKCNepTHa NofKpena.

3.3. UsrpaxxpaaHe Ha AnarHo3sarta

OT KpUTUYHO 3HAYEeHMeE NPU U3rpaxkJaHe Ha AmarHosaTta Ha na-
umeHTa ¢ ACHD ca ocBeH nsuepnaTenHaTa KAMHUYHA OLEHKa U
MeAuUMHCKaTa aHamMHe3a, BKMYBalla AeTannHa nHopmauma
3a NanuaTvBHa WM KOPUrMpalla XMpyprvsa n Katetbp-6asupa-
HU WHTepBeHUMW. Llenta Ha aHanu3a Ha aHamHe3aTa Ha nauu-
€HTa e MpeLeHKa Ha cerawHnuTe 1 MUHANUTE CUMMATOMM, KaKTO
1 nornef Bbpxy MeXXAUHHUTE CbOMTUA 1 BCAKaKBY NPOMEHN B
MeANKaMEHTO3HOTO JleueHue. Haii-uectute cumnTomm cbobuya-
BaHW OT nauymneHTnuTe ¢ ACHD ca HamaneHa n3gbpXXanBoCT KbM
¢du3nyeckn HaToBapBaHMA N cbpuebreHe. JInyHaTa oueHKa Ha
du3nyeckna KanaunuTeT Konepupa oo ¢ 06eKTUBHUTE U3Me-
puTeny Ha paboTHuA KanaumTeT.* Mo Tasu NpuunHa, Kapano-
NySMOHANHUAT TecT ¢ dm3nyecko HatoBapsaHe (CPET) noctur-
Ha BaXHO 3HauyeHue 3a OOEKTVMBHA OLEHKa Ha MOHOCUMOCTTA
KbM yCuUnue, eJHOBPEMEHHO Npu BUAMMO 6€3CMMNTOMHM U Npn
CUMMTOMATUYHK NauveHTU. OCBeH TOBa NauMeHTHT TpAbBa Aa
6bie NONUTAH 3a HEroBUsA/ HEMHUA HauMH Ha XXMBOT 33 OTKPU-
BaHe Ha nporpecupaLyn NpoMeHUN B exkefiHEBHaTa aKTUBHOCT C
Len orpaHu4yaBaHe Ha CyGEKTUBHOCTTa B aHa/iv3a Ha CUMNTO-
muTe. Mpy CUMATOMaTUYHW NaUUEHTH, anTePHATUBHU NPUYKHM,
KaTo aHeMus, Aenpecusd, NoKauysBaHe Ha Terno u pusmyecka ge-
TPEHNPAHOCT, OCBEH BpoAeHaTa MandopmMauma U HeHWUTE Mo-
CNefCTBMA UM OCTaTbuy, TpaAbBa Ja ce MMaT NpeaBuA 1, ako e
HeobxonMo, Aa 6bAaT U3KIIOYEHM MO-HATATbK.

KnMHWYHOTO M3cnefBaHe urpae OCHOBHa PONA U BK/OYBA
BHMMaTE/NHa OLeHKa Ha BCAKa NPOMsAHa B ayCKynTaTopHaTa Ha-
XO[Ka, KPbBHOTO HanAraHe uay pasBuTve Ha Npr3HaLM Ha Cbp-
[eYHa HeJOCTaTbyHOCT. PeHTreHorpaduAaTa Ha rpbAHUA KoL
ZaBa MHPopmaLA 3a NPOMEHUTE B pa3Mepa U KoHOUrypauuaTa
Ha CbpLETO, KaKTO U BbpXy 6en1oapo6HMA CbAoB pUCYHBK. HenH-
BA3VBHOTO 06Pa3HO M3c/efiBaHe Ce MPaBu PYTUHHO C TPaHCTopa-
KanHa exokapavorpadus (TTE), BkniouBa TpaHce3odpareasnHa exo-
kapanorpadua (TOE) n KapanmoBackynapeH MarHUTeH pe3oHaHC
(CMR), koraTto nma noka3saHus. [1o To3n HauuH naumneHTuTe c CHD
Morart [la MMaT ocobeHa Nnon3a OT MarHUTHO Pe30HaHC — KOHAU-
LIMOHaNTHW/CbBMECTMU NecMenKbpy 1 aedprnbpunatopu.

Exokapguorpaduara npesb3xoxaa CMR 3a oueHKka Ha rpagu-
€HTNTe Ha HansiraHe 1 HanAraHeTo B 6enofpobHata aptepus (PA),
(PAP), a 1 B OTKPUBAHETO Ha MasKu, CUJTHO NOABWMHU CTPYKTYpWU,
kaTo Beretauyun. CMR e ngeaneH 3a TouHa KONMYeCTBEHa OLEHKa
Ha KamepHuTe obemu, ppakumaTa Ha n3TpackBaHe (EF), knanHa
peryprutaums,’” msuncnasaHe Ha 6enoApobHUA U CUCTEMHUA
KPbBOTOK 1 OLleHKa Ha M1MoKapaHaTa ¢prbposa. KomnioTbp Tomo-
rpadckoTo M3cneaBaHe Ha CbpheyHo-cbhoBaTta cuctema (CCT)
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BpoaeHa cbpaeuHa manpopmaumsa ~ JOXNBOTHO XPOHMNUYHO CbCTOAHME

Hy>kfa oT noBTOpHM
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HenoHocumocT Kbm ycunme
HenpecnBHn cHagpomm
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Peumaue Ha CHD

YcnoxHeHusA
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MalynHa CMbPTHOCT
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Ha HOBOPOAEHOTO
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Qurypa 1:  LeHTpanHa unioctpauus. BpogeHata cbpeyHa mandopmauma e 4OXUBOTHO XPOHNYHO CbCTOAHME.
CHD = BpoaeHa cbpaeyuHa mandopmauums; SCD = BHe3anHa cbpheyHa CMbpT.
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Ta6nuua 5: N3unckBaHnA KbM nepcoHana Ta6bnuua 6: MokasaHuA 3a n3ob6passaBaHe CbC CbpAey-
B cneymnanusnpaHu ACHD ueHTpoBe? HO-CbAOB MarHuTeH pesoHaHc npu ACHD
UsunckBaw ce Noka3zaHusa 3a CMR npun ACHD
AncuynnnuHa 6poii
P + W3uncnasaHe Ha RV obemu, EF (BkniounTenHo cybnynmoHanHa RV,
Kapavonor 3a Bb3pacTHW/AETCKN KapAmnosor CbC =2 cuctemHa RV 1 obuja kKamepa)
cepTudukar 3a ACHD - « OueHka Ha RVOTO un RV-PA koHgontmn
Cneuvnanuct no obpasHa anarHocTuka Ha ACHD + VsuncnaBane cTenenTa Ha PR
(cbc cepTudukar no TTE/TOE, CMR, CCT) 22 + OueHka Ha PAs (cTeHO31, aHeBpU3MM) 1 aopTaTa [aHeBpW3Ma, ANCEKa-
uuA, koapktauma (CCT moxe fa MMa NpenmyLLecTso)]
VIHTepBeHLMOHaNneH KapAmnosnor no BpofAeH
>2 + OueHKa Ha CUCTEMHU 1 6enoaPOo6HN BEHM (@HOMaNHO CBbP3BaHe, 06-
CbpAeYHY Mandopmaumm
CTPYKLUA, NpeAnpoLeAyPHO Ha KOPOHapHa BEHO3Ha aHAaTOMUSA, U T.H.)
Xupypr no CHD 22 « Konatepanu u aptepuoBeHo3Hn mandopmauun (CCT moxe Aa vma
AHecTe3unonor c onut n ekcneptusa no CHD >2 npenMyLLecTBO)
CecTpa crieLmanvcT (ako HaLMoHanH1 npode- « KopoHapHu aHomanuu n CAD (CCT nma npenmyLiecTBo Npu MHTpamy-
CMOHATHY CECTPUHCKY OpraHM3aLi NO3BONABAT > paneH xof, LenKoBVAEH XOA, U3NIM3aHe NOA OCTBbP brbJl, MUOKapAeH
cheumanuzayms) LieNKOBUJEH XOf, OCTBP bIb/l Ha U3/M3aHe, MMOKapAEeH MOCT U OLIeH-
Ka Ha nnakuTe)
MHBa3ueeH enektpodusnonor c onut npu ACHD >1
« OTKpMBaHe 1 KonnyecTBeHa oLeHKa Ha M1uokapaHaTa ncxemmsa ¢ CMR
Exkcnept no 6enogpobHa cbaosa bonect 21 cTpec nepdysua
KnuHuyeH reHeTnk >1 + OueHKa Ha UHTpa- 1 eKCcTpakapAnanHnTe Macu
Menxonor >1 . g3l-IVICH$|BaHe Ha MUOKappAHaTa maca (LV n RV) 6 y
+ OTKpMBaHe 1 KonnyecTBeHa OLieHKa Ha MuoKapAHaTa ¢unbposa/uu-
CouvaneH paboTHWK >1 p = [P el .

Ekun 3a nanunatneBHu rpuxmn

ACHD = BpopgeHa cbppeyHa mandopmaumsa npu Bb3pacTHy; CHD =
BpoAeHa cbpaeyHa mandopmaums; CMR = cbpaeyHO-CbOB MarHuTeH
pe3oHaHc; CCT = cbpheyHoCbAoBa KOMMOTbpHa Tomorpadus; TOE =
TpaHce3odareanHa exokapanorpadus; TTE = TpaHCTOpaKanHa exokap-
anorpadws.

@ Moaundukauma Ha Tabnuuata Ha Baumgartner etal®

CbC CbBPEMEHHU efiHO- UNW ABYN3TOUYHU CKEHepU MoXe Aa 6bae
M3BbPLLEHO C f03a-CNEeCTABALLYY NPOTOKONM 1 MOXe fAa 6bae us-
MCKaHO NPV CreLnanHn NokasaHna — KakTo e nokasaHo B Tabsiu-
ya 6. HTepamcumnanHapHa ekcnepTHa Konabopaums e BaXkHa:
eKcnepTu B n3obpasutenHute metoau Ha CHD Tpsbsa fa oTroso-
pAT Ha o6paTHa Bpb3ka oT CHD xupyp3u, MHTEPBEHLMOHANNCTH
1 eneKTpodn310N031 3a ONTUMM3aLMA Ha N306Pa3NTENHMA NPU-
HOC Ha FrpuKnTe, KakTo 1 paboTaTta C BCEKM Apyr 3a yCcKopsABaHe
Ha npaBuHaTa ynotpeba Ha MynTYMOAaNHO n3obpasasaHe. YCb-
BbPLUEHCTBAHOTO M306pa3sBaHe OGMKHOBEHO e Hall-gobpe 3a-
naseHo, KoraTo naumeHTuTe ce HabnoAaBaT B CneyuanvspaHma
LIeHTBbP, BMECTO fia Cce NoBTaps.

ExokapawnorpadusTa, CMR, n CCT ce Hy»KaasaT OT nepcoHan
c onut B CHD, KakTo 1 B u306pa3fBaHeTo, B pe3ynTaTt Ha obyue-
HMe 1 BbBNIMYaHe Ha pecypcu. B pamkuTe Ha ESC, ToBa ce npu-
3HaBa upe3 u3nuT 3a cepTudmKauma Ha EBponelickata acouma-
uMA No CbpAeyHoCbAOBO n3obpasssaHe (European Association
of Cardiovascular Imaging, EACVI), oTaenHo oT cTaHAapTHUA
TTE, TOE unu CMR mn3nut 1 cneundmruet 3a CHD.

3.3.1. Exokappuorpadus
Exokapguorpadusta octaBa o6paseH MeToA Ha mbpeu n3bop.'
Bcnukm, M-mog, aBypasmepHa v TpupasmepHa (3D) exokapano-
rpadusa ce m3nonseat 3a M306pa3ABaHe, AOKATO TbKaHHUAT
Doppler n nsobpasnasaHeTo Ha MMOKapaHaTa fedopmauus, no-
cneumnaNnHoO HapTb»KHUAT CTPEeriH M CKOpOCTTa Ha Aedpopmauua
CTaBaT MHTErpasiHK YacTun oT GyHKLMOHaHaTa oueHKa."”
Exokapanorpaduata paBa MHPopmauma 3a CbpheyHata
aHaTOMMA, CUTYCA, BKJIIOUUTENHO OPUEHTauMA U Mo3nuMA Ha
CbpLETO, Bpb3Kka MeXay NpeAcbpAanATa U KamepuTe, Cbpaey-
HWTE KNanu 1 Ha CbpAeYHWTe Knanu C ronemuTe aptepum. 3a
oLeHKa Ha Mopdonoruna n GyHKUMA Ha cbpaeyHuTe Knanu, TTE
1 ako e Heobxoanmo, TOE (B fHELWHO Bpeme 4ecTo KOMOMHMpa-
Ha ¢ 3D exokapavorpadus), e npefnounTaHMAT 0bpaseH MeToA.

KaTpUKC (KbCHO rafoNiMHMEBO ycunBaHe, T1 KapTupaHe) 3a xapakre-
pYCTrKa Ha TbKaHuTe (GpnbPOo3a, MaCcTHa ThKaH, KenAa30 1 T.H.)
+ OueHKa Ha cucTemeH 1 6enogpo6eH KPbBOTOK, 3a fia ce n3umciv Qp:Qs
-+ OueHKa Ha nepdy3roHHOTO pasnpefeneHne KbM feceH/nsB 6sn apo6
+ V3amepBaHe Ha 6enoapobeH KPbBOTOK MPU NALMEHTN C MHOXECTBO
M3TOYHMLM Ha KPbBOCHabAsABaHe (T.e. C rofemMn aopTo-nyIMOHaNHN
KonatepasnHu apTepun).

ACHD = Bb3pacTHu ¢ BpoaeHa cbpaedHa Mandopmauus; CAD = KopoHap-
Ha apTepuanHa 6onect; CMR = KapanoBackynapeH MarHuTeH pe3oHaHc;
CCT = KapanoBacKynapHa KommioTbpHa Tomorpadus; EF = dpakums Ha
n3TnackeaHe; LV = nAsa kamepa/nesokameper/a/o/v; PA = nynmoHanHa
apTepus; PR = nynmoHanHa peryprutaums; Qp:Qs = oTHOleHWe nyn-
MOHaneH KbM cuctemeH Tok; RV = gAcHa kamepa/gecHokamepeH/a/o/v;
RVOTO = 06CTpyKLMA Ha feCHOKaMEPHUA U3XOAEH TPAKT.

ToBa ce OTHacA 1 3a WHHTOBM N1e31K, KaTO MeXAynpeacbpAHN
(ASDs) unn mexgykamephu pedektun (VSDs): 3D exokappawo-
rpadua no3BossABa norneq B aHpac, KOETO MOXe a MOMOrHe B
oLeHKaTa Ha pa3mepa n popmaTa Ha gedeKkTa U OTHOLIEHUETO
My KbM OKOJTHUTE CTPYKTYpMU.

PasmepbT Ha Kamepata, dopma, 06eM 1 PpakumnaTa Ha K3-
TNackBaHe morat fa 6baaT namepeHn un nsumcnenn ¢ TTE. Mpu-
3HaUM Ha o6eMHO obpemeHsBaHe, B CJlyYaid Ha LBbHT UK KnarnHa
peryprutauus, uam TeHCMOHHO obpemeHsABaHe, B CJlyyaid Ha no-
BUILLEHO CJlefHaTOBapBaHe, ce OTKpMBAT € kayecTseHo TTE. Jlopu
no-cTapu TEXHUKK, n3non3eaLyn M-mopg 3a n3mepBaHe Ha CUCTON-
HOTO OTKNIOHEHMe B paBHMHaTa Ha TPUKYCNUAANHNUA NPBCTEH U
CUCTOJSTHOTO OTKJ/IOHEHVE B PaBHMHaTa Ha MUTPaNHUA NPbBCTEH,
Ca BCe oOle BannAgHW, 0cobeHo npu AbrOCPOYHO NpocnesAsa-
He. o ce oTHacAa po nesokamepHata (LV) cuctonHa ¢yHKUMS,
3D exokapguorpaduaTta, n3obpasaBaHeTo C TbKaHeH [onnep
1 ABYM3MepPHOTO M3o6pa3ABaHe Ha MUOKapAHaTa aepopmauuma
JOKa3axa, e ca HaeXXaHV cpelCcTBa 1 Ye 3acnyasaT Aa 6baat
WHTPErpypaHn B KNWHWYHaTa NpakTuka. [lopn Korato otymTa-
Me HOBUTE TEXHUYECKN CPELCTBa, eXOKapamorpadusaTa 3anas3sa
KNioYyoBa ponis B NPOLbIKUTENHOTO NPOC/ieAsBaHe Ha CUCTONHA-
Ta yHKUMA Ha AAcHa unm obLya Kamepa, Makap Ye 3a No-TOYHM
JOMbBAHWUTENHW M3MEPBAHUA Ha CUCTONHATa QYHKLMA YeCTo e He-
06X0ANMO JOMbIIHUTENHO N306paszasaHe ¢ CMR.

3.3.2. CbpAeyHO-CbAOBO N306passBaHe

C MarHUTeH pe3oHaHC
CMR e cTaHan OCHOBEHO MeToA B CMeLvanv3npaHoTo 3BEHO.
To no3sonasa 3D aHaTOMUYHaA PEKOHCTPYKLMA, KOATO He ce
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OorpaHuyaBa OT TefleCHMA pa3mep WU aKyCTUYHUTE Mpo30p-
uM 1 nMa 6bpP30 NopobpsBaLla ce MPOCTPAHCTBEHA 1 BpemeBa
pesonouua.'® CMR 13nckBa NpaBuieH CbpaedyeH pUTbM 3a on-
TUMaJHO KauyecTBO Ha M300parkeHNeTo, BCe MaK ANarHOCTUYHU
CMR un3cnepBaHUA 4ecTo ca NOCTMXKUMK, JOPU U NPW NauneH-
TW C HEMpPaBWHM CbpAeYHN PUTMU [YecTn eKTonumn nnun npea-
cbpAHO MbXxaeHe (AF)] n metanHn aptedpakt. CMR e 3nateH
CTaHAapT B 06pasHMTe MeToaM 3a M3UNCIABaHe Ha obemu. Ton
MoXe ia 6bJe anTepHaTVBa, KOraTo He MoXe fa 6bae nosyyeHa
exokapauorpaduma c JOCTaTbyHO KayecTBO, UK Aa ce U3Mos3Ba
KaTo BTOPW METOA, KoraTo exokapauorpadckute namepsaHua
ca rpaHWYHU Unu NpoTMBopeynBu. Helo noseue, nvncata Ha
paAvaums ro npasu Noie3HoO CPeACTBO, KOrato ca Heobxoaumu
CEepUIHM U3MepBaHMA (Hamp. 3a MOHUTOPUPaAHE Ha aopPTHUTE
pa3mepu). CMR no3sosnsBa M34NCNsIBaHE Ha CUCTEMHUA 1 Geno-
OPO6HUA KPBBOTOK NPUY MNALMEHTU C MHOXECTBEHU M3TOYHMLM
Ha KpbBOCHabAABaHe U B KOMOVMHaALMA C MHBa3VBHa KaTeTepu-
3auun, Ha 6enogpobHOTO CbaoBO cbnpoTuBneHne (PVR). TbkaH-
HOTO OXapaKTepu3upaHe 3a MUOKaphHa ¢ubpo3a e yHuKanHa
cnoco6HocT Ha CMR. KbcHoTO ragonuHmeso ycunsaHe npu CMR
3a OrHuUWHa ¢pnbpo3sa n T1 KapTMpallo n3obpassBaHe Ha NHTEpP-
ctuumanHa ¢mbposa ce npunarat Bce no-yecto npu ACHD 3a
TAXHaTa NoTeHUManHa AMarHoCTMYHa M MPOrHOCTUYHA CTONHOCT.
Bce nak, ronemuTe nesma-cneyndryHm NpoyyBaHnaA C Lien onpe-
hendHe fanuv Te npefckasBaT NPeXnBAeMoCT Npoab/ixKaBsart.

3a cMeK4aBaHe Ha HUCKMA PUCK OT HedpporeHHa CUCTEMHA
$1bpP03a, KOHTPACTUPAHETO C rAAONNHUYM TPAOBa fa ce n36Area
npv NaUMeHTU C HUCKa romepynHa puntpauma (<30 mL/min/1.73
m?). Mo Ta3u npuumnHa ce npenopbusa npeav CMR ga ce nposepaT
KpeaTMHMHOBUTE HMBa. Makap 4e Bce ole He ca HabnioaaBaHu
KAMHWYHM NOCNeanUn, SbAroCpOYHMUTE MO3bYHUN OTNaraHuA Ha
ragonuHNyM — He3aBUCMMO OT 6bbpeyHaTa GyHKLMA — nopoau-
Xa 6e3MnoKOCTBA MO OTHOLLEHVE Ha KYMYNaTUBHUTE JOXKMBOTHU
no3un npu nauymeHtn ¢ CHD, kKonTo ca nognaraHu Ha cepneH CMR
OT Mnaga Bb3pacT. [1o Ta3u nprymHa ce NpeanoYnTa rafjoivHNym
[la ce npunara cenekTBHO B CNeLunasH1 LIEHTPOBE, N3NOoN3BaLLm
MO-CKOPO MakpPOLUUKIIMYEH, OTKONKOTO JINHEEH XenaTeH, ragonu-
HMEB KOHTPACT, KOMTO NpefCTaB/ABa HaMaNleH PUCK B Hal-HUCKa-
Ta [103a 3a NocTuraHe Ha 06pasHo ycunsaHe."”

Bb3pacTHu ¢ CHD c KoHBeHUMOHanHu nencmenkbpu (PM) n
nedunbpunatopm (ICD) morat ga noHecat CMR oTroBapAwm Ha
NpenopbKnTe, KOraTo e HannyHa noKanHa noakpena.?’

3D CMR un3o6pa3saBaHe MOXe Aia Ce MHTErpupa B enekTpo-
¢éusnonornynm (EP) npouenypw, 3a aa rm niopmmpa n pbko-
Boan. 3D CCT n CMR peKOHCTpyKuMn moraTt cblio ga 6baat
N3MO0M3BaHN 3a NOBTOPEHME Ype3 BUPTYaNHa peanHoCT Ha WUH-
TepBEHUMM UK 3a NNaHUpaHe upe3 cneundryHn 3a naymneHTa
3D oTnevyaTtbum.

Moka3saHuATa 3a CMR ca o606uieHun B Tabauya 6.

3.3.3. Komniotbp TOMorpadpcko nscnegBaHe
Ha cbpAeyYyHO-CbAoBaTa cMcTemMa

CCT nma BUCOKa NPOCTPaHCTBEHA pe3osntouma 1 6bp30 Bpeme
3a NocTuraHe; TA e ocobeHo noaxopslla 3a m3obpasaBaHe Ha
rofiemmuTe CbLOBE, KOPOHApPHUTE apTepUN K KonatepasnHuTe
apTepun, Kakto 1 Npu NapeHxXnumHo 6enoapobHo 3abonaBaHe
(Tabnuya 6). B mHoro nHctutyumm CCT e npeanoynTaHmAaT obpa-
3€H MeTOp B NNIaHNPAHETO Ha TPaHCKaTeTbpPHa MMMNMIAHTaLMA Ha
knana. KamepHuAT pa3mep 1 ¢yHKUMA moraT fa 6baT oueHeHn
C MO-HMCKa BpemeBa pasfennTtenHa cnocobHOCT B CPaBHEHME C
CMR, 061KHOBEHO C MOBULLIEHA A03a PagMauna 1 nopagn Tosa
He ce U3nos3Ba CePUIHO 3a Ta3n MHANKALMA.

CKOpOLWHNTE 6BP3M YCHBBLPLLEHCTBAHNA HaMannxa 3Hauu-
TENIHO KOMMYECTBOTO PEHTreHOBa eKCMo3uumaA, NoCcTUrankm <5
mSv 3a KombrHMpaHa CCT KopoHapHa, 6enogpobHa 1 a0pPTHa aH-
rnorpama. 3a ACHD nauneHTn ToBa Hanpasu CCT no-aTpakTBHa
3a cneymonYHN NoKasaHMA B YaCTHOCT Ha MaToNOrMA Ha KOpo-
HapHa apTepws, KaKTo 1 NoApPo6Ha oLeHKa Ha Konatepanu.?'

CCT e 0cobeHO nonesHa B YC/IOBUATA Ha CNELIHOCT, BKJTHOUYU-
TeNHO Npu aucekauus, 6enogpobeH emb60nM3bM U NapasanBy-
napeH abcuec Npy eHAOKAPAMT, KbAETO MOXe [a UMa Npeanm-
cTBa npep exokapauorpadua n CMR, bl KaTo ce nosnuABa B
no-masnka cTeneH Ha apTedpakTa Ha K/larnHaTa npoTesa.

Mpw naumeHTn c M3KycTBeHM Knanu (in situ >3 meceua), dny-
OpuH-18-dpnyopoaeoKcmriokosa NO3UTPOH eMUCMOHHA TOMO-
rpadua/komnioTbpHa Tomorpadus e nonesHa 3a paHHa AnarHo-
3a Ha Bb3naneHve 1 UHeKUMA Ha MACTOTO Ha K/lanaTa, a CbLio U
3a UAEHTMdMKALMA Ha MHOEKLIMA HAa BTOPUYHU MecTa.??

3.3.4. KappunonynmoHasHeH TecT c pu3myecKo
HaToBapBaHe

KapavonynmoHanHeH TecT ¢ duM3nyecko HaToBapBaHe urpae
BaXKHa pona Bcpep nauyneHtute ¢ CHD, Npy KOMTO KayecTBOTO
Ha MBOTa M OYHKUMOHANHUAT KanauMTeT ca Klo4YoBU M3Me-
putenu Ha ycrnexa oT HamecaTa. CPET, BkniouBalla 06eKTUBHMA
paboTeH KanauuTeT (MakCUManHa KMCIOpOAHa KOHCymauwms),
BEeHTUNaTopHaTa eduKacHOCT [OTHOWeHNe Ha BeHTUnauuAaTa
KbM NpoayKkumata Ha BbraepofeH asyokuc (VE/VCO2)], xpo-
HOTPOMEH OTroBOP W OTFOBOP Ha KPbBHOTO HanAraHe, KakTo
1 npefv3BUKaHa OT HaTOBapBaHETO apuUTMUA K JecaTypauus,
[aBa Nno-wnpoKa oLeHKa Ha GyHKLUMOHaNHWA KanaymTeTt n ¢u-
3MYeCcKUTE Bb3MOXHOCTM, KaTo MMa KpPaliHU CTOMHOCTU, KOUTO
nokaseaTt fobpa Kopenauua c 60neCcTHOCTTa M CMbBPTHOCTTA
npv naumenTn ¢ ACHD.2 Mo Te3n NpuunHn cepuintHute paboTHn
TecToBe TpA6GBa Aa 6bAAT YaCT OT NPOTOKONUTE HA NPOLBIKU-
TeSIHOTO npocneasaBaHe. Te UrPanT BakHa ponA 3a onpepens-
He Ha CpoKa 3a MHTepBeHUuA u penHTepseHuua. CPET e cbuo
nonesHo CpefcTBO 3a NpenopbyBaHe Ha WHTEH3VMBHOCTTA Ha
dusnyeckarta akTMBHOCT Ha 6a3aTa Ha UHAMBMAYaANM3NPAHO Pa-
60THO npegnucaHmne.* LLlecT-MUHYTHUAT TECT ¢ xogeHe (6MWT)
e Apyr NpocT MeTOA 3a U3uncnaBaHe Ha paboTHWA KanauuTeT;
TOW € CBbP3aH C KNNHUYHWA N3X0A NpK nauneHTn c 6enogpobHa
apTepuanHa xmnepToHus (PAH).

3.3.5. CobppaeuvHa KateTepusauua

CbpaeuHaTta KaTeTepusaums e 3arnaseHa npearMHO 3a OTroBa-
psAHe Ha cneundUYHN aHaTOMUYHU 1 GU3NONOTUYHI BBNPOCH
unn 3a nHTepBeHuusA. NMokasaHnATa BKAOYBAT oueHKa Ha PVR,
KamepHaTa AnacTonHa GyHKUMA (BKIOUMTENTHO KOHCTPUKTVBHA
N pecTpuKTUBHa Gpr3nonorna), rpagueHTn Ha HanaraHe, N34ymc-
NfIBaHe Ha WbHT, KOPOHapHa aHrnorpadms 1 oLeHKa Ha eKkcTpa-
KapAvanHy CboBe, KaTo a0PTO- NYIMOHANTHU KonaTepasnHu ap-
Tepuu, KoraTo HeMHBAa3UBHaTa OLEHKA € HeCUrypHa.

Mpw woHTOBM Ne3nm ¢ Doppler exokapanorpadpckm nprsHa-
um 3a PH, KaTeTepm3auuaTa — BKIOYBalla TeCTBaHe 3a CbOBa
peaKTUBHOCT — OCTaBa C OCHOBHO 3HayeHue 3a B3eMaHe Ha pe-
LeHMe 3a 3aTBapsAHe Ha WbHTA. IHXanaTopHUAT a30TEH OKUC e
Ha-LIMPOKO M3MON3BAHOTO CPeACTBO 3a Tasu Len. OueHKaTa Ha
PVR npu WHHTOBU ne3umn n3nckBa TOYHO M3UmMcCABaHe Ha Ge-
NIOAPOGHNA KPBbBOTOK Upes M3Mnon3BaHe Ha npuHumna Ha Fick.
To3n meTof € M3MepeHaTa KNCNopOoaHa KOHCYMaL s NO3BOsABa
Hal-TOYHO U3YMCIIABaHE Ha CbpAeYHMA JebuT.

Mpegy onepauma Tpsa6Ba Aa 6bhe HanpaBeHo N306passiBaHe
Ha KopoHapHuTe apTepun (Wpe3 CCT nnn nHBasnBHa KOPOHap-
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Ha aHrnorpadua) npu mbke >40 roguilHa Bb3pacT, XeHu cnej
MeHonay3a 1 NauneHTr C NPU3HaLM Ha WU eAnH UK NoBeye
pycKoBU haKTopW 3a KOpOoHapHa apTepuanHa 6onect (CAD).?

3.3.6. Buomapkepn

Pa3nnuHu kKnacose 6romapkepu ce acouumpar c Hebnaronpu-
ATHU cbObuTNA Npw nauymenTuTe ¢ CHD, BKNOUNTENHO HEBPO-
XOPMOHM 1 MapKepu 3a MMOKapAHO yBpexaaHe (BUCOKO YyBCT-
BUTENHW TPOMOHMHM) UAN Bb3NaneHne (BUCOKO YyBCTBUTENEH
C-peakTnBeH npoTenH). Cpef HEBPOXOPMOHUTE, HaTPUypeTHY-
H1 nentnan [B-tun HatpuypeTtnueH nentug (BNP) u N-tepmu-
HaneH-npo-BNP (NT-pro-BNP)] ca Han-gobpe npoyuyeHu npu
nauyneHTnte ¢ ACHD. Te HOCAT BaXKHa NPOrHOCTUYHa MHOP-
MaLuA, HO ca NO-Masiko NONe3HW 3a AMarHoCTMKa Ha CbpheyHa
He[0CTaTbUYHOCT MPU PA3NNYHN CbPAEYHMN Ne3un, Nopaan pas-
NNYaBaLLy ce rpaHnLM , 3aBMCELLM OT NoanexKawuna gedekT u Ha-
umMHa Ha KopeKkuuA.28 Te ca ¢ Hal- rofiAiMa Non3a NP NaLUEHTU C
[BYKamMepHa LMpKynauma 1 ¢ No-maska nonsa npu nauneHTu ¢
efHOKaMepHa umpkynauusa npu Fontan.?” CepuiiHoTo npocre-
AABaHe Ha HaTPUYpPeTUYHU NenTUAN Urpae pons 3a naeHTMdu-
Kauua Ha NauneHTV B pUCK OT HebnaronpuaTHW cbbutmA. 3a
oTbennA3BaHe e, Ue HaTPUypeTNYHMTE NENTUAN MOXKe Ja ca yBe-
NNYeHn Npu umaHoTnyHM BCM, nopaan nHayumpaHa oT X1nok-
cuATa cekpeuna Ha nentugm.?

3.4. TepaneBTUYHU CbOOpaXkeHMNA

3.4.1. CobppaevHa He[OCTAaTbYHOCT

Pa3BuTMETO Ha CbpAeUYHa HEJOCTAaTbUYHOCT € YecT npobrem, 3a-
carauwy 20-50% ot nonynaumaTta ACHD v e ocHOoBHa npuymHa 3a
netaneH nsxofd.?’ Yectortarta 1 HapacTea 1 € BEpOATHO HefooLe-
HeHa. Tbih KaTo NaTeHTHMUTE NPU3HALM U CUMATOMMW 3a CbpAeYHa
HeAOCTaTbYHOCT BMxXa MOMIM fa ce CpeLlaT YecTo, NaLmeHTn ¢
BMCOK PUCK OT Pa3BUTME Ha CbpAeyHa HeJOCTaTbUYHOCT Ce HYX-
[laAT OT CUCTEMHO NpPOCieAsBaHe U ANArHOCTUYEH CKPUHUHT.O
Bcako XxeMOAMHAMUYHO OTKSIOHEHWNE, BKIIOUUTENHO apUTMUN,
NOTEHLMANHO NPUYMHABALLO CbpAeYHA HeOCTAaTbUYHOCT, KOETO
Moxe fa 6bfe 06eKT Ha MHTepBEHUUA NN Xmpyprus, TpAabsa
fa 6bae n3KNYeHo 1, ako € Bb3MOXHO, NeKyBaHO MbpBo. B oT-
CcbCTBME Ha cneunduryHM NpenopbKu, NpakTukysawmute ACHD
cnefBaTt HacToALWMTE NPENOPBKY 38 MEAUKAMEHTO3HO fleyeHmne
Ha CbpfeyHa HeJOCTaTbYHOCT, KAaKTO M Ha YecTuTe, CBbp3aHu
CbC CbpAeYHa HeJOCTAaTBYHOCT KOMOPOMAHOCTM KaTo 3axapeH
anabert, AF, ueHTpanHa CbHHa anHes, KeneseH AeduunT 1 Ka-
xekcnaA.3! BCbLUHOCT, Thil KaTo NaToGU3NONIONNATa Ha Kapauo-
pecnupaTtopHaTta gncdyHKUMA e yecto pasnmyHa ot CH npu
nauneHTN C HeBpoAeHO (MPMZO6UTO) CbpAedYHO 3abonsaBaHe,
eKcTpanonaumaTa Ha pe3ynTtati oT Ny6nuKyBaHu NpoyyBaHUA
npu cbpAeyHa HegocTaTbyHOCT Bbpxy ACHD nauueHTn ca He-
NPUIOXNMN, 0COBEHO NPY MaALMEHTU CbC CUCTEMHA AACHA Ka-
mepa (RV), HeOCTaTbUYHOCT Ha Cyb-nynMoHanHa Kamepa wmnu
npu nauneHTN ¢ obwokamepHa dusnonorua. NMatodpusmonoru-
ATa Ha cbpAeyHata HegocTaTbyHOCT Npyu ACHD cbc cuctonHa
KamepHa ANCOYHKUMA BKI/IOYBA WMPOK CNEKTbP OT MPUUUHM.
KakTo cnctemHarta, Taka 1 cy6-nynMoHanHaTa kamepu, HesaBu-
CMMO Aann ca MOp¢OSIOrMYHO NIEBU WA JECHW, BKIIIOYBAT Ce U
o6LKMTe KaMepu, MOraT fja ca XPOHUYHO TEHCMOHHO UM 06eM-
HO CBPBXOOGpPEMEHEHM, KOETO BOAM [0 Nporpecnpalla KamepHa
andyHKumA. HapyleHata MuoOKapAHa apxuTekTypa (Hekom-
MaKTHOCT) N KaMepHa B3aMMO3aBUCUMOCT MOXeE ia KOMNpoMe-
TUpaT CUCTONHaTa KamepHa ¢yHKUMA. MMokapaHOTO yBpexpaa-
He (HefoCTaTbyHA MUOKapAHa NPOTeKLMA No Bpeme Ha 6annac,

cnep BEHTPUKYNOTOMUA U Clie] XPOHUYHA XUMOKCKA) MOXe fa
HacTbnu Npu naumenTn ¢ CHD. U Hakpasd, ncxemmyHata 6onect
Ha CbpLeTOo, CBbP3aHa MaBHO C OCTapsABaHe WUx BPOAEHWN KO-
POHapHW aHOManuM M nepcucTUpalla TaxmapuaputMmia 6mxa
MOrnv Aia 6bAaT NpUYMHa 3a HapyLeHa GYHKLMA Ha CUCTEMHA U
cybnynmoHanHa kamepa.3® Hanuue ca orpaHnyeHmn gaHHm 3a ne-
YyeHMe Ha CbpheyHa HegocTaTbyHOCT, cneunduryHo npu ACHD
naumneHTH, KaTo YECTO Te He Ca KaTeropuyHu 1 ca N3BneYeHun ot
Masikn NauneHTCcKn KoxopTtu. B pesynTaT Ha ToBa, ACHD-cneuu-
duYHUTE Npenopbku ce 6a3mpat Hal-Beue Ha KIMHUYEH ONUT
unm nspasasaHe Ha no3uuwma.3’ Mpu gByKamepHa LMpKynauus
MauMeHTU C HapylleHa cucTeMHa LV ce nekyBaT Hali-obuwo c
KOHBEHLIMOHaHa Tepanusa 3a CbpAeyHa HeAOCTaTbYHOCT; TOBA
ce npunara v Npyv CMMNTOMHM NaLMEHTU C HEAOCTAaTbYHOCT Ha
cuctemHa RV. OCHOBHO gnypeTuunTe KOHTPONMpaT CUMMITOMaA-
TUKaTa; OCTaBa HeM3BECTHO [ann AbIrOCPOYHOTO NPUSIOXKEHNE
Ha WHXMOUTOPWU HA CUCTEMATa PeHUH-aHrMOTEeH3UH-angocC-
TepoH wnu 6eTa-6nokepn NoBNUABA KNMMHUYHMA r3xogd. Cbluyo
Taka, He e MoKa3aHa AbArocpoYHa KAMHMNYHA No3a OT KOHBEH-
LIMOHANHO NlevyeHrie Ha CbpAeyHa HeJoCTaTbUYHOCT Npu HefJoC-
TaTbBYHOCT Ha CybnyNMOHanHa Kamepa, Makap 4Ye auypetuumTe
61xa Morny Ja HaManAT cumnTomuTe. JledyeHne Ha CUMMNTOMHM
nauneHT! C HeAOCTaTbYHOCT Ha obula Kamepa Mpu UMpPKyna-
uma Ha Fontan unu B cnyyasa ¢ nepcuctupaly aacHo-nas (R-L)
WHHT TpAbGBa BMHaru fja ce 3anoysa BHYMATENTHO, KaTo ce B3eMa
npensva NabunHUAT 6anaHC Ha KaMeEPHOTO MpeAHaToBapBaHe
N CUCTEMHOTO cnepHatoBapBaHe. MNpu nayneHTn ¢ ACHD cbe
CbpAeYHa HeAOCTAaTbYHOCT NOHACTOALLEM ManbK 6poi Mpoyy-
BaHWA, NpeLeHABaLLM HOBUA MeiKaMeHT CakyouTpun/Bancap-
TaH, 3a KONTO Gelle yCcTaHOBEHO Ye HamansABa 3abonAaemocTTa
N CMBPTHOCTTa 1 bGelle BKIIOYEH B TepanuATa Ha XpOHMYHaTa
CbpAeYHa HeJOCTAaTbUYHOCT B HoBuTe Mpenopbky Ha ESC,3' Ho
[0 TO3V MOMEHT He MoraT Aia 6bJlaT HanpaBeHN KOHKPETHU npe-
nopbku. CbpaeyHaTa HefOCTaTbYHOCT CbC 3ana3eHa EF e cbuio
He paaka npu ACHD nauuveHTn. TepaneBTUYHMUTE MPENOPbKM
TpAbBa fa cnefBaT obWWTe NMPENOPbKM 3a CbpAeYHa HepocC-
TaTbYHOCT. Ha Bbpxa Ha MeAULIMHCKOTO NleueHne, CbpheyHaTta
pecnHxpoHu3upalla Tepanus (CRT) goBene Ao HapacTBaly UH-
Tepec KbM 13non3BaHeTo 1 npu nauneHTn ¢ ACHD 1 3acToiHa
CbpAeYHa HeAOCTAaTbYHOCT, HE3aBUCKMMO OT OCKbAHNTE AOKa3a-
TesICTBAa BbPXY NOKa3aHMATa N KNMHNYHKA 13X0A. EprkacHocTTa
Ha CRT npu CHD moxe ga Bapvpa ¢ noanexalma CTPyKTYpPeH 1
dyHKUMOHaneH cybcTpaT, KaTo aHaTOMMA Ha CUCTeMHaTa Kame-
pa (nABa, AAcHa unn GyHKUMOHaNHO obuwa), Hannume 1 cTeneH
Ha CMcTeMHa aTpMoBeHTpuKynapHa (AV) knanHa peryprutauus,
MbpBUYHA MUOKapAHA 6onecT nan uMKaTpusauma 1 Braa Ha
eNeKTPUYECKOTO NPOBOAHO 3abassHe. >

OuakBa ce, Ye yecToTaTa Ha OCTpaTa CbpAeyHa HepoCTa-
TbyHOCT Npu ACHD naumeHTn CbLo Lie HapacTBa BbB BPEMETO,
nopagy HapacTBalla Bb3pacT 1 No-CIoXHW 3abonasaHus. Mo-
3HaHWATa 3a NpaBW/Ha yNnoTpeba Ha MHOTPOMHUN MefMKaMeHTH,
HaJIMYHOCTTA Ha eKCTpakopropasHa MeMbpaHHa OKcMreHauma
N HanpegHanu CBbp3BallM TEXHUKU Ca MUHMMANHUTE U3UCK-
BaHWA 3a foctaTbyHa nogkpena Ha ACHD naumeHTu ¢ octpa
CbpAeYHa HefOoCTaTbYHOCT; NPenopbyYBa Ce HacoYBaHe KbM
eKcnepTeH LeHTbp.3?

CbppheyHaTta TpaHCNNaHTaLumMAa MoXe CbLUo Aa ce nMa npea-
BWJ, KaToO TepaneBTUYHa Bb3MOXHOCT NPW KpaeH CTaanii Ha Cbp-
AeYHa HefoCTaTbUYHOCT. Pe3ynTaThbT Criefy TpaHCMNaHTaLUOHHa
XVPYpPrusa HeMmpeKbcHaTo ce nofobpsasa, ocobeHo npu CHD na-
LiMeHTK, HO NepronepaTBHaTa CMbPTHOCT BCe Olle OCTaBa Mo-
BMCOKa, OTKONKOTO Npu ApYrv nognexalym 3abonasaHua. Tosa e
CBBP3aHO MMaBHO C NpeALlecTBaLla CbpAeYHa XNPYPrna, CNOX-
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Ha aHaToMuA 1 NaTodM3noNorna u KOMOpPOMAHOCTU (MYNTUCUC-
TEMHO HapylleHue). HapacHanoTo M3non3BaHe Ha yCTPONCTBa
3a KaMepHO noArnomMaraHe MoXe fja Cy»u 3a MOCTRPK naLumneH-
TUTE C TPaHCMNaHTaumATa; Npy 136bpaHn NaUMEHTN TOBa MOXe
[la CNY>Mn KaTo Bb3MOXHOCT 3a AeCTUHaLMOHHa Tepanua. Hakon
naLneHT MoxKe Aa UMaT U3KAKYNTENHO CJI0XKHA aHaTOMMA UK
BMCOKM HMBA Ha aHTWTeNa CpeLLy YOBeLKUTE NEBKOUMTHN aHTU-
reHV 1 He ca NPUeMInBM 3a TPpaHCNAaHTaumA.

Mpy HAKOW NauneHTV e HeobXoaMMa MyNTUOPraHHa TPaHC-
nnaHTauma. TpaHcnnaHTauma cbpue-6an Apob ce npwnara
npn CHD nauweHTn c Heobpatuma PAH, Kato cuHApom Ha
Eisenmenger, HO rMaBHUAT orpaHnynTeN e incaTa Ha JOHOPW.

CumynTaHHa TpaHCrnIaHTauma cbple-yepeH Apob ce npasu
pAAKoO Mpy YepHOAPO6HA HEAOCTaTbUHOCT Cfled MannaTuBHa
Kopekuwua Ha Fontan nnv npun naumMeHTn C NPOABIIKUTENTHO NO-
BULLEHO HanAraHe BbpXy YepHMA [Po6, MOpaan HefoOCTaTbu-
HOCT Ha AACHOTO cbpue [Hanp. HepasnosHaTa mMandopmauua
Ha Ebstein Ha TpukycnupaanHata knana (TV)]; onuTsbT € TO3K BUA
XUPYPrus e orpaHunyeH.

BbB BCMuUKM cnyyam ce npenopbyBa CBOEBPEMEHHA OLleHKa
3a TpaHCNIaHTaumaA oT CneumnannucT No CbpheyHa He[ocCTaTby-
HocT npu ACHD B TpaHcnnaHTauMoHeH LUeHTbp. MNpeasaputen-
HO NNIaHUPaHe Ha rpuKnTe, B KparHa CMeTKa BKJTIOYNTENTHO na-
NIMaTUBHM FPUKK, TpaA6GBa fa ce Npefnara Ha BCUYKKU NaUMeHTH C
HanpegHana cbpAeyvyHa HeloCTaTbYHOCT.

3.4.2. ApuTMunA N BHe3amnHa CbpAeyHa CMbpT

3.4.2.1. Cybcmpamu Ha apummuama

Mpu ACHD naumeHTV MOXe Aa ce CpeLyHe UenAT CNeKTbp Ha
apuTMun. Bce nak, cybcTpaTtTe Ha HAKOW BPOAEHU apUTMUU
Ca CBbP3aHM Cbc camaTa mandopmauusa (Tabnuya 7 vi pazoen 4).
OuakBaHaTa Mo-Abara NPOAB/KUTENIHOCT Ha XuBoTa (BbB
Bpb3Ka C U3N1araHeTo Ha KOHBEHLUMOHANHN PUCKOBU dakTopu
Ha apuUTMOreHHW cy6CTpaTh) MOBMLIABA YecToTaTa Ha apuT-
MUK, CBbP3aHN CbC CTPYKTYPHO pemMogennpaHe, Koeto Moxe
[a HacTbNy B MO-MNaZla Bb3pacT, OTKONKOTO B ob6LaTa nony-
nauwms, Hanp. AF.

Ta6bnuua 7: PUCKOBM OLleHKIN Ha apUTMUYHN cbOUTUA N 6pagukapaum npu ACHD
KamepHu aputmun
CynpaBeHTpUKy/lapHU apuTmMmnmn nSCD Bpaaukapana
Mpoavn- SND AV block
Tun CHD AVRT IART/ EAT AF KutenHa SCD
VT Bpopena Mpupo6ura Bpopaena Mpupo6urta
ASD TN ceKyHAYM ++ ++ +) + )
TopeH cuHyc BeHO3yC i " "
nedekt
AVSD/npumym ASD ++ ++ (+) (+) (2] A
VSD + ) + (+)? +
Ebstein aHomanusa _ ++ + ) ++P ++
TOF ++ ++ dHE ++ + +
TGA
ApTepuaneH cyny + +¢ +) +)
ccTGA ++ + + +) alt + ++
Fontan onepauyunsa
ATpuonynMoHanHa Komy- - i 4b nn
HUKauumsa
MHTpakapananeH natepa- o, " 4b o,
NeH TyHen
EkcTpakapgvaneH o + 4b +
KOHAoUT
Eisenmerger ¢usmnonorus
HenbnHo nanvatneHa AFF AFaF ++d

CHD

I'Ipa3H|/|Te KNeTKN co4at, 4e MaKap 1 He He CI'IeLLVId)VI‘-{HO NoCoYeHU, MoraT fa HaCTbMNAT aPUTMUYHN cvbuTUA (6€3 cumson).

MUWHUMa-
) +
NEH pUCK

NeK puck

ymepeH
puvick

BICOK
puvck

++

AF = npeacbpaHo mbxaeHe; ASD = mexaynpeacbpaeH aedekT; AV = aTproBeHTprKynapeH/a/o/vi; AVRT = aTpnoBEHTPUKYNapHa PUEHTPU TaxUKapAans;
AVSD = aTproBeHTpuKynapeH centaneH gedekt; ccTGA = BpofeHa KopurmpaHa TpaHcnosnumua Ha ronemute aptepuun; CHD = BpofeHa cbpheyHa man-
dopmauus; EAT = ekTonmnyHa atpranHa Taxukapans; IART = uHTpaatpuanHa preHTpu Taxnkapans; SCD = BHe3anHa cbpaeyHa cMbpT; SND = anchyHKums
Ha crHycoBusA Bb3en; TGA = TpaHcno3uuua Ha ronemute aptepuu; TOF = TeTpanorua Ha Fallot; VSD = megykamepeH aedekt; VT = KamepHa Taxukapama.

@ KaTo ce MMa npeaBmz BUCOKOTO NpeobnaaasaHe Ha VSD, 061mAT pyuck npu HenoabpaHu nauuneHTn ¢ VSD ce cunTa 3a MUHUMarEH.
b SCD mose aa ce abmKM Ha CynpaBeHTPUKyNnapHu aputmmm ¢ 6bp3o AV nposexaaHe.

€ Mo-Bucok nzumcnen puck ot VT npu cnoxHa D-TGA.
d HeaputmnuHa.
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[Lpyrviaputmum ca cBbp3aHu C BUAA U BPeEMETO Ha KopeKLuusa
Ha ACHD. Pa3pe3suTe Ha aacHoTo npeacbpaue (RA), 3aeiHO CbC
CbpeYHO pemofenvpaHe ¢ NocsiefBalio XeMOAMHAMUYHOTO
obpemeHABaHe, AOMPUHACAT 3a BUCOKaTa YecToTa Ha npega-
cbpaHuTe Taxukapaun (AT) npn pasnuuHu CHDs. Mo-yecto ce
cpella KbCHa MHTpaaTpuanHa pueHTpu Taxmkapama (IART), no
cneuranHo 3aBUCMMO OT KaBOTPUKYCMMZANHUA NUCTMYC npega-
cbpAHo TpenTteHe. MNpeacbpaHn yectoT mexay 150 n 250 yaa-
pa B MUHyTa MOXe Aa foBeaaT Ao 6bp3o AV nposexaaHe, xe-
MOAMHAMWNYHO BOLIABaHe U BHe3anHa cbpaeyHa cMbpT (SCD).
MoHomopdHaTa KamepHa Taxukapaua (VT) cbuo 3aBucn oT
mandopmaumaTa (Tabsuya 7) v Buaa Ha kopekuuaATa,>*3> ¢ kpu-
TMYHATA YacT HAa MaKPOPUWEHTPU Kpbra TUMWYHO NOKanm3npaH
BbTPEe B aHaTOMUYHO fobpe fAedUHMpPaHN NCMYCK, OrpaHnyeHn
OT XVPYPIrUYHWN LMKATPUKCU U NpOTe3eH maTepuan. 3a pasnu-
Ka OT TOBa, MpW NauneHTN C NPOrpecrBHa HELOCTAaTbYHOCT Ha
cMcTeMHaTa UM cybnynMoHasnHa Kamepa, MoraT Ja HacTbnAT
no-KoMnneKkcHn enektpodusunonornyHn (EP) namenenms. Mo-
cnefHWTe BKOYBAT pemojenvpaHe Ha NOHHWTE KaHanwu, Npo-
MEHV B ABVXXEHWETO Ha KanuueBuTe NOHW, pEMOAENMpPaHe Ha
eKcTpalenynapHua MaTpuKC, KOeTO BOAM A0 PasfUYHU apuT-
MUK, BKNoUnTenHo nonumopdHa VT ¢ BUCOKa YecToTa 1 Kamep-
Ho MbxaeHe (VF).36

3.4.2.2. OueHka npu nayueHmMu csc CbMHeHue 3a usiu 0OKyMeH-
MupaHu apummuu U nooxo0 KsM apummuume

Mpy cMMATOMaTUYHK NauMeHTV 6e3 AOKYMeHTUMpaHa apuTmMmus,

oLeHKaTa 3aBucKu oT yectoTtaTa [Holter pernctpauuns, 3anuc B

YCTPOWCTBOTO (aKO e Hanuue), pekopgep Ha cbbutua] n obcrtosn-

TencTeata (paboTHa npoba) 3a CMMNTOMATUKA.

Mon3aTta OT NneproamMyHa oueHKa HagxBbpnAwa 12-kaHanHu
ECG (Hanp. nepuogmnyeH Holter) npn 6€3cMMNTOMHM NaLMEHTU
He ca yToyHeHW. Mima cbobLyeHnn 3a BUCOKa yecToTa Ha 6es-
CUMNTOMHM HaxO[Ku, KOUTO PAAKO NMPoMeHAT noaxopa.’’

Mpy BCMYKKM NauUMeHTU e Ba)kHa oLeHKa 3a obpatuma npu-
UrHa Ha apuUTMUATa (Hanp. XuNnepTMpeonansbm, Bb3nanuteseH
npouec) 1 HOBW UM OCTaTbUYHM XEeMOAUHAMUYHW aHOMasuu.
ApUTMUN NPUYMHABALLM XEeMOAMHAMMYHA HecTabunHoCT un3-
NCKBAT He3abaBHO MpeKpaTsABaHe, HE3aBUCUMO OT MPOABIIKM-
TeNHOCTTa/aHTUKoarynaymaTa cnefBawy cerawHuTe Yykasa-
Hun.32 Cnef KoHBEpCMATa MOTaT Aa HACTbMAT CYHYCOB apect/
Opaavkapana n TpsabsBa fa ce UMa NpeaBug Hanuune Ha nog-
ObpXally nercMeliKbp NP NaLneHTn C PUCK OT AUCYHKLUA Ha
cuHycoBus Bb3en (SND) (Tabnuya 7). Ako IART/AF ce noHacaT u
npoab/ixKaeaT =48 h, Tpabea ga 6bae U3KIOYEH NHTPaKapana-
neH Tpom6 (TOE) n/unn npepm KoHBepcusaTa Tpabsa aa 6vaat
3anoyHaT noaxojsdlla aHTUKoarynaHtHa Tepanua (>3 cegmu-
um) 1 papmakosornyeH KOHTPOI Ha YecTtoTaTta ypes U3nonsBa-
He Ha 6eTa 6r10Kep UM Kanuues aHTaroHUCT (NPY NauneHTH C
HOpMarHa crcTeMHa KamepHa GyHKUMA 1 nncBalla npeekcym-
Taymn).323738 NMogabpiKaHe Ha CYHYCOB PUTBM € UenTa npu na-
uventn ¢ CHD.3>%7 KateTbpHa abnauua ce npenopbyBa KaTo
Tepanus OT MbpBa JIMHUA 1 ce NpeanoynTa npes NPOLbIKU-
TeNHOTO GpapMaKosIornyHoO neyeHre, B Cslyyail Ha Kopurnpyemm
orpaHuyeHun cybcTpaTy, Tbid KaTo aHTUAPUTMUYHUTE fleKapcTBa
Ca CBbP3aHM YeCTo C HeraTUBHU MHOTPOMHU /UK LPOMOTPON-
HU edeKkTn.3? AHTUAPUTMUYHM NIEKApCTBa, KAaTO MeAMKaeHTM
knac IC, morat ga 3a6aBAT YectoTaTta Ha |IART 6e3 ga 6rnokupar
AV npoBexgaHeTo, N03BONABaNKM NposexaaHe 1:1 ¢ Bnowasa-
He Ha xemoauHamuKkara.>? AMroaapoH Moxe fia Biese B cbobpa-
XeHune C uen npeseHumaA oT peungusunte Ha AT/AF npu nauneH-
T1 ¢ CHD 1 gncdyHKLMA Ha cMCTeMHa Kamepa, xunepTpodus Ha
cMcTeMHa Kamepa, nnmn CAD, npu KosTo KaTeTbpHaTa abnauums e

HeycrnewHa uin He e onuma. AMMOAAPOH MMa YeCTW CTPaHUYHU
edeKkTn n Tpabea Aa ce U3non3Ba C NOBULIEHO BHUMaHME Npu
unaHoTnyHy CHD, HUCKO TenecHo Terno, YepHoApPOOHa, TMpeo-
ngHa unu 6enoppobHa 6onecT, unu npu yabmkeH QT uHTepBann.
He ce npenopbuBa AbAroTpanHO neveHve ¢ aMMOAAPOH Npu
mnaav naunenTn ¢ CHD.3?

3a onTManHo NoBefAeHre NPy XPOHMYHa apUTMUA € 3a4b1-
MUTENHO HAaCOUYBaHe KbM LIeHTbP C MyNTUAUCLUNMIMHAPEH eKnn
1 onuT npu cebp3anHn ¢ CHD aputmnn.3237 3a no-ronAama KoH-
KpeTu3aums Ha aHTUKoarynauuaTa, BuxkTe pasoesn 3.4.7.

3.4.2.3. [uceyHKyua Ha CuHycosus 8v3eJsl, ampuo-8eHMpPUKy/Ia-
peH 6J10K U UHpaxucoso 3abassHe Ha npogooumocmma

Mpu 6e3cumnTOoMHM NaumeHTn ¢ puck ot SND 1 AV 610K TpabBa
Ja ce uma npensug nepuroanyeH Holter. XpoHuuHata SND/6pa-
AnKapana ¢ HeedbeKTMBHA NpeacbpAHa XeMOAMHAMMKA MOXKe
fa nosnusae npeacbpAHOTO pemogenvpaHe n ga ynecHu IART.
MauuneHTn ¢ nocTonepaTeeH AV 6510K ce cynTaT, Ye ca C NoBU-
WweH purck ot SCD. CboTBETHO Cca 61Ny NpeanaraHy No-WNPoKn
NnoKasaHWA 3a MMNAAaHTaLMA Ha NeNCMeKbp, B CpaBHeHMe ¢ na-
UMEHTU CbC CTPYKTYPHO HOPManHm cbpua.?o3?

Mpun ACHD nauneHTn ¢ AByKaMepHa LMpKynauma n cucrem-
Ha LV, noka3aHuATa 3a CRT cnepBaT cTaHAapTHUTE KpuTepun. 3a
oTbens3BaHe, NO-CKOPO KOHBEHLMOHAMHO KaMepHO nericupaHe
€ OCHOBHaTa MpuyrHa 3a ANcOYHKUMA Ha CUCTEeMHaTa Kamepa.
CneposaTtenHo, CRT ce npenopbyBa npu ACHD cbc cnctemHa
EF <35% u TeceH QRS, 1 o4akBaHO U3NCKBaHe 3a 3HAYUMO Mew-
CUpaHe 1 MOCTaBsiHE Ha HOBO ycTpolcTBo. Kato antepHaThBa,
MOXe [ia Ce B3eMe NnpeaBmna nencrpaHe Ha Herosua cHon. Epu-
kacHocTTa Ha CRT npn ACHD moxe ga Bapupa cpefl Kapguona-
TUUTE N MOXe [a 3aBMUCU OT MHAMBUAYaNHaTa aHaToMus (Hanp.
cucteMHa RV/o6uwa kamepa, AV KnanHa peryprutauus, Hanuuve
Ha uMKaTpurKc). Mo npuHUMN, camo npoabikmTenHocTTa Ha QRS
He MoXe fa 6bae JocTaTbyeH NPeanKTop, a AaHHUTE OT Mpo-
CflefiABaHETO Ca OrpaHuMyeHW. B ponbiHeHue, yecto ce m3nc-
KBaT TOPAKOTOMMUA UNW XMOPMAHA MMMNNaHTaLMA Ha eneKkTpoan
W INMCBAT AaHHM 3a NpogbiikuTenHocTTa Ha CRT.3?

3.4.2.4. BHe3anHa cepOeyHa cMwvpm U pucko8a cmpamugukayus
SCD cBbp3aHa c KamepHa apuTMnA Npen3BMKBa 6e3MoKancTBo
(7-26% OT BCUYKM CMBPTHU Cllydyam npv Bb3pacTHm).223%40 Ma-
Kap ye yectoTtata cpep nonynaumata BCM-CHD no npuHumn e
OTHOCUTENHO HUCKa (<0.1% Ha roanHa), HAKOW iepeKTM NOCTaBAT
nauveHTUTe BbB BUCOK PUCK CbC cneuudryHn 3a 3abonsaBaHeTo
cybcTpaTty n puckosu daktopu (Tabnuua 7). UneHtTudrkaymsTa
Ha naumeHTuTe B pUcK oT SCD ocTaBa npean3BMKaTencTBo.

MmnnaHTtaymaTa Ha ICD 3a BTopryHa npeBeHuus Ha SCD 1 3a
MbPBMYHA NPEBEHLMA NPU NauneHTn C ABYKamepHa ¢pusmono-
rva n cuctemHa LV cnepsa ctaHgaptHute kputepun.3’4! Morat
Ja 6baaT U3non3BaHy aHTMAPUTMUYHU NIeKapCTBa, KaTo AOMbIl-
HeHue KbM ICD, ¢ Len pepykunsa Ha 6pemMeTo OT KaMepHU apuT-
mun.32 Monsata ot ICD Tepanva 3a MbpBUYHA NPEBEHLUA MPU
obuwa unm cuctemHn RVs e no-cnabo ycraHoBeHa.

C n3knioueHne Ha TeTpanorua Ha Fallot (TOF), cneundunyxm
npenopbkn oTHOocHO ICD MnnaHTauma 3a NMbpBUYHA NPEBEH-
ums npu CHD ocTaBat HesicHn.32%7 3non3BaHn ca TpPaHCBEHO3-
HW ICD cuctemum, HO NP NALMUEHTN C OFPaHNYEH BEHO3€EH JOCTbN
[0 KamepaTa Wnu MHTpaKapAvaneH WbHT, anTepHaTUBa MoXe
Ja 6bae nogkoxHata ICD. O6aye, He BCMYKK NALMEHTX MoraT Ja
6baat n3bpaHu, NOPaan PUCKBT OT HEMOAXOASALLO CEH3MPAHE U
JIMNCa Ha aHTUTAXMKAPAHO 1 aHTUOPaauKapAHO NacupaHe.

MNonsaTa OT MporpamupaHaTta efekTpuyecka cTMmynauma
(PES) npu 6e3cumnTomHu nauneHT ¢ BCM e HesicHa. Usrnexaa
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MpenopbKu 3a NneyeHne Ha apuTMNN NPU Bb3PacTHU C
BpoAeHU cbpaevHu mandopmayumn

Mpenopbkn Knac?® Hueo®
Mpy nauneHTN ¢ ymepeHo Texkn u Texkn CHD

(Table 4) n pokymeHTMpaHa apUTMKA, € NoKa3aHo

HacoyBaHe KbM LEHTbP C MyNTUAUCLUMIVHAPEH | C
ekun n ekcneptmsa npu nauneHTn ¢ ACHD un cebp-

3aHa ¢ ACHD aputmua.

Mpu naumeHT ¢ CHD ¢ fOKYMEHTUPaHN apuTmMmnm
WM BUCOK PUCK OT CNeAnpoLesypHU apuTMumn
(Hanp. 3aTBapAHe Ha ASD B mo-KbcHa Bb3pacT),
NPeLeHeHN 3a NepKyTaHHN UK XUPYPruyHu (pe)
WHTEPBEHLUMW, MMa MOKa3aHMe HacoyBaHe KbM
LEHTBP C MyNTUAUCLUNINHAPEH €KUM 1 eKcnep-
TW3a 3a TakMBa MHTEPBEHLNN U MHBA3UBHO Nleye-
HVE Ha apUTMUK.

Mpu nekn CHD ce npenopbyBa KaTeTbpHa abna-

LuA npea AbArocpoyHa MefjikaMeHTO3Ha Tepanus

npu CMMNTOMAaTMYHA, NOCTOAHHA, peungmBrpaLla 1 C
SVT (AVNRT, AVRT, AT, n IART), nnu ako SVT e no-

TeHUManHo cebp3aHa ¢ SCD (Table 7).

Mpu ymepenn u Texxku CHD, KaTeTbpHa abnauyma
TpAbBa Aa ce MMa NMpeaBuf Npu NPOAbIKUTEN-
Ha cumnTomaTMyHa peuunamsmpawia SVT (AVNRT,
AVRT, AT, and IART), nnu ako SVT e noteHumnanHo
cBbp3aHa ¢ SCD (Table 7), npu ycnosue Ye npotje-
AyparTa Le ce U3BbPLUN B LIEHTPOBE C ONWT.

lla C

KaTeTbpHa abnaumsa e nokasaHa KaTo LOMbJIHW-
TenHa TepanuA Kbm ICDs npu naumeHTn, KOMTO
ce NpepcTaBAT C nNoBTapsAwa ce MoHomopdHa VT,
HenpekbcHata VT unn enektpuyecka 6yps, He-
oBfagsemu C MegukameHTo3Ha Tepanua uam ICD
penporpamumpaHe.

KaTeTbpHa Tepanua Tpa6sa Aa ce uma npeasup

npu CUMNTOMATYHa MOHOMOPHA MPOABIIKUTEN-

Ha VT npu naumeHTn, Npu KOMUTO He e XenaTtesHa lla C
Me[JMKaMEHTO3Ha Tepanus, Npu YCIoBKE Ye Npo-

Liegypata 6bae U3BbpLUEHa B LLEHTPOBE C OMUT.

WUmnnaHTupyem cbppeyeH gedpnbpunartop

MmnnaHTauma Ha ICD e nokasaHa npu Bb3pacT-
HU ¢ CHD, KouTo ca NpeXxnBenu NpekbcHaT Cbp-
feveH apect, nopaan VF nan xemoanHamnyHo
nowo TonepupaHa VT cnep oueHka 3a onpepe-
NAHe Ha NpuyYMHaTa 3a CbOUTUETO 1 U3KIoUBaHe
Ha 06paTUMKN MPUUYNHMN.

MmnnaHtauma Ha ICD e nokasaHa nmpu Bb3pacT-
HU ¢ CHD n npogbmkuTtenHa VT cnep xemoguHa-
MMWYHA OLleHKa M KOpeKLMA, Korato e nokasaHa.
Heobxoaumo e EP oueHka 3a naeHTuouKauus Ha
naumeHTK, NPy KOUTO KaTeTbpHa NN XMPYpPruyHa
abnauua morat ga 6baaT 6naronpuATHU Kato fo-
MbIHUTENTHO NleYeHre Un NP KOUTO TOBa MOXe
[la NpeAnoXu pasymHa anTepHaTmsa.

ICD umnnaHTaumaA Tpabsa fa ce Ma npeasug npwm
Bb3pacTHM ¢ CHD c aBykamepHa ¢usmonorusa u
cuctemHa LV, npepactaBAwa ce ¢ ¢bC cMmroma-
TUYHa cbpfeyHa HegocTaTbyHocT (NYHA 1I/1l1) n
EF<35%, Bbnpekn > 3 meceyHa onTnmasnHa megu-
KaMeHTO3Ha Tepanua, Npu ycnoBue Ye ce OYakBa
Te Aa NpeXuBeAT NoBeye OT eflHa rofviHa nNpwu o-
6bp GyHKLMOHaNeH craTtyc.©

lla C

ICD nmnnaHTaumaA TpA6Ba Aa ce Ma NpeaBua npu

naymeHTn ¢ CHD 1 HeoBACHNM CUHKOM 1 Nogo3pe-

HMe 3a apuUTMMYHa eTMOoNOTMA U HanpeAHana Ka- lla C
MepHa AncyHKuma, unn nHayumpyema VT/VF npu

nporpammnpaHa enekTpuyecka cCTumynayms.

Mpodwixasa

lMpodwnxeHue

ICD nmnnaHTauma Tpa6Ba fa ce Ma nNpeasug npu

nopbpaHu naymeHTn ¢ TOF ¢ MHOXeCTBO PUCKOBU

dakTopu 3a SCD, BknounTtenHo LV aucoyHKkuma,
HenpoabmKUTenHa cumntomatyHa VT, QRS npo- Illa C
ObKUTeNHOCT =180 ms, o6wupHM RV umkatpukcn

npu CMR, unu nuayumnpyema VT npu nporpammpa-

Ha efleKTpuyecka CTumynauus.

ICD vmnnaHTauma Moxe fa ce Ma npeasug npu
nauMeHTn C HanpefHana AWCHYHKUMA Ha AAcHa
nnu obuia kamepa (EF Ha cuctemHa RV <35%) B npu-
CbCTBMETO Ha AOMBAHUTENHN PUCKOBM ¢aKTopm.d

11b C

Meicmenkbp

WmnnaHTauma Ha PM TpabBa fa ce nma npeasug
npv nauvenTn ¢ ACHD c 6paavKkapaua-Taxmnkap-
OuA cCMHAPOM 3a npepanasBaHe ot IART, ako abna-
LMATa He e yCcnelHa Uiv He e Bb3MOKHa.

] C

MmnnanTauma Ha PM TpabBa aa ce uma npensua
npu naunenTn ¢ Texxka CHD n cnHycosa nnm Ho-
fanHa 6paaukapana (aHeBHa CbpfeyHa 4yecToTa
<40 ypapa B MUHYTa Unv naysm >3 s).

lla C

MmnnanTauma Ha PM Tpabsa ga ce uma npegsug
npu nauveHtTn ¢ CHD n KomnpomeTrpaHa xemo-
AVHaMuKa, nmopaau CrHycoBa Gpapukapaua unu
3ary6a Ha AV CUHXPOH.

lla C

MmnnaHTauua Ha PM moxe aa ce uma npeasua npu
naumeHTn c ymepeHo Texxka CHD n cuHycosa unu
HoZanHa 6paavkapava (AHEBHa CbpheyHa YecTo-
Ta <40 ynapa B M1HYTa uau naysm >3 s).

llb C

ACHD = BpopeHa cbpaeyuHa mandopmaLms npu Bb3pacTHu; ASD = mex-
nynpeacbpaeH aedekT; AT = npeacbpAHa Taxukapaus; AV = npeacbpa-
Ho-KamepeH/a/o/u; AVNRT = aTpno-BeHTpUKynapHa HoganHa pueHTpu
Taxukapaus; AVRT = aTpuo-BeHTPUKynapHa PUEHTPU TaxuKapaus;
CHD = BpopgeHa cbppeyHa Mandopmaumns; CMR = cbpaeyHo-cbaoB
MarHuTeH pe3oHaHc; EF = ¢pakums Ha natnackeaHe; EP = enektpodusu-
onorus/enekTpodusmonornyer/a/o/n; IART = BbTpenpeacbpiHa preH-
Tpu Taxmkapaua ICD = umnnaHTupyem KapanosepTep aedubpunatop;
LV = naBa kamepa/kamepeH/a/o/n; NYHA = HiollopKcka cbpaeyHa aco-
umnaums; PM = neiicmeiikbp; RV = gacHa kamepa/kamepeH/a/o/un; SCD =
BHe3anHa cbpaeyHa cmbpT; SVT = HapgkamepHa TaxuKkapgus;, TGA =
TpaHCno3nyma Ha ronemute aptepuu; TOF = TeTpanorua Ha Fallot; VF =
KamepHO MbxfeHe; VT = KamepHa Taxvmkapana.

@Knac Ha npernopbKuTe.

b Hugo Ha [OKa3aTeNiCTBEHOCT.

€ Kato ce nma npessma WinpokuaT cnektbp ACHD ¢ LV natonoru, konto
Morart fla ce pasnuyasat oT NpUACOUTU CbpAeYHN 3ab6onABaHNA, MOTEH-
LiManiHO NO-BUCOKMA PUCK Ha cBbp3aHuTe ¢ ICD ycnoxkHeHna npu ACHD n
OCKbAHUTE AaHHYM 3a non3a oT ICDs 3a nbpBuYHa NpeseHLuA Ha SCD npwu
ACHD, nepcoHanu3npaHuAT Noaxof U3rnexaa noaxonaLy.

d laHHuTe ca OCKbBAHM M pUCKOBUTE AKTOPW MOraT fa 6baaT nesns
cneunduyHy, BKNtounTenHo HenpogbmkutenHa VT, NYHA II/11l, Texka AV
KnarmHa peryprutauma v wmpok QRS =140 ms (TGA).

pa3yMHa npu NauueHTn ¢ KaMepHU MHLMU3KK n/unmn cybcTpart 3a
KaMepHO pUEeHTPU, KOUTO Ce HaMMPaT TUMNYHO, HO HE U3KJToUK-
TenHo npu KopurmpaHa TOF (fTOF). BaxkHo e ga 6baat pasnos-
HaTW Apyru NpuYnHM NpuunHn 3a SCD nopagn 6pagvkapauns/
nbnieH AV 6nok 1 6pagmkapana-nHayuMpaHa KaMepHa apuTMuma
c unu 6e3 gbnbr QT u IART/AF ¢ 6bp30 npoBexaaHe.

3.4.3. TlynmoHanHa XMnepToHusA

3.4.3.1. BweedeHue u Knacugpukayus

PH e BaxeH nporHocTuyeH ¢paktop npu nauyneHtute ¢ CHD,*
KOeTO M3UCKBa CreumanHo BHYMaHue Mo Bpeme Ha bpemeH-
HOCT® MM Npean KopurMpawm KapguoxXupypruvHu UHTEp-
BEHUMWN Unn apyru ronemu onepauun. Jockopo, PH 6ele on-
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nynmouanua XNnepToHUA Npu Bb3pacTHN C BpoAeHa CbpAaeyYHa Mambopmal.wm

KnuHunuHm oco6eHoctun
Bcuukn

LLIbHTOBYM Ne3un Npean v cneg Kopekuma (BKNIoUYNTENHO
cMHApoM Ha Eisenmenger)
KomnnekcHn CHD (BkniountenHo UVH, cermeHtHa PAH)

CucrteMHa KamepHa ANCYHKLUMA

OuncoyHKuma Ha cuctemHata AV knana

O6CTPYKLUMA Ha NyIMOHaJIHa BEHa

Kop Tpuatpuatym

Pamka, n3sbpoeHa npu nsonvpaHa noctkanunapHa PH
Pamka, n3bpoeHa npu nsonupanHa noctkanunsapHa PH

Ta6bnuua 8: OeduHnuynmn Ha nogTUNOBETE NYJIMOHalNIHA XUNEePTOHUA 1 TAXHaTa nosBa npu ACHD
DeduHuuyua XemofguHaMUYHU XapaKTepucTukn?
MynmoHanHa xvneptoxus (PH) CpegHo PAP >20 mmHg
MNpepkanunapeH PH (PAN) CpepnHo PAP =220 mmHg

PAWP <15 mmHg

PVR =3 WU
M3onnpaHa noctkanunapHa PH CpepHo PAP >20 mmHg

PAWP >15 mmHg

PVR <3 WU
KomburHupaHa npe- n noctkanunspHa PH CpepHo PAP >20 mmHg

PAWP >15 mmHg

PVR =3 WU

B KOMOUHALMA C WbHTOBU ne3unn/komnnekcHa CHD

ACHD = BpopgeHa cbpaeyHa ManpopmMaLmsa npu Bb3pacTHU; AV = aTproBeHTpukynapeH/a/o/w; CHD = BpogeHa cbpaeyHa man-
dopmauusa; PAH = nynmoHanHa aptepuanHa xuneptoHus; PAP = nynmoHanHo aptepuanHo HanAraHe; PAWP = BKAMHEHO nynmo-
HaJlHO apTepuanHo HansaraHe; PH = nynmoHanHa xunepToHus; PVR = 6enogpo6bHo cbaoso cbnpotusneHne; UVH = egHokamepHo

cbpue; WU = egrHmum Ha Wood.

2 Hait-ckopoluHata ageduHmums Ha PH* noHuxkasa cpegHoTo PAP ot =25 mmHg** Ha >20 mmHg, Ho 13nckBa gonbaHuTenHo PVR

>3 WU 3a npekanunAapHaTa PH.

pefenaHa No MHBa3UBHO M3MepeHoTo cpefHo PAP =25mmHg
B Nokoin.** Tbin KaTo NOHACTOALEM CTOMHOCTTA Ha HANAraHeTo
e noHmxeHa go >20mmHg,* , 3a knacudukaumpaHeTo Ha npe-
kanunapHa PH, HapnyaHa cbwo PAH ce usnckea gonbnHuten-
Ho nosuwwasaHe Ha PVR =3 Wood egununun(WU) (Tabnuuya 8).4
ToBa HapacTBaHe Ha CbNPOTUBIIEHNETO B Ta3n rpyna ce AbJixXu
Ha O6CTPYKTMBHA Ny/AMOHaNHa BacKynonaTtus, KoATo ce npe-
OV3BUKBA OT reHeTUMYHa Npeamcno3numsa, NPOMEHeHU reHu,
CTpec BbpXy CbfoBaTa CTEHa U TpUrepu OT OKOMHATa cpega.*t
BaxxHo e pga 6bgat pasgeneHun PH cbyetaHa ¢ CHD (PAH-CHD, B
rpyna 1 Ha KnacudukaumsaTa Ha PH*) ot cbcToaHmua ¢ nosuwe-
HO HanAraHe Ha NbfiHeHe Ha LV >15 mmHg (noctkanunapHa PH,
ObKalla ce Ha MacMBHa TPAHCMUCUA Ha HanAraHe Ha MbJfiHeHe
Ha LV B rpynu 2 1 5 Ha PH knacudukauwmaTa),** nopagu nunca
Ha non3a Ha PAH-HacouyeHu Tepanun npu noctkanunsapHa PH.
KnuHuyHnte nogtunose PAH-CHD ca PAH c BpogeHu cuctem-
HO-NYNMOHaNHN WHHTOBE, CMHAPOM Ha Eisenmenger, kopuru-
paHu gedekTn n PAH, Kosto ce nosaesaBa cnyvaiHo ¢ CHD, uecto
c manku gedektu. UupkynauymaTa Fontan e gpyro cbctoAHme ¢
6enoppobHa-cbaoBa 6onect (PVD) n noHsikora nosuwweHa PVR.
MoeuwaBaHeTo Ha PAP npu Te3n nauneHTn obaye no-4ecto ce
Ob/MKN Ha NOCT-KanunApeH mexaHu3bMm (NOBULLEHO HansAraHe
Ha KaMepHOTO MbaHeHe u/unn AV KnanHa peryprutauma). MNpu
komnnekcHn CHD, PAH moxe pa 6bhe orpaHuyeHa Ao HAKOM
CermeHTU Ha 6en10gpPo6HOTO CbAOBO PYCNO (cermeHTHa PAH).46
ToBa ce ycTaHOBABa Hal-4eCTo Npu NysIMOHanHa atpesua c VSD.

Bbnpekn ye PAH-CHD moXxe fa HacTbnu BbB BCAKA Bb3PacT,
3abonsABaHeTo Ce cpella Nno-4ecTo NP XKeHWTe 1 HapacTBa ¢ bu-
onorYyHaTa Bb3pacT M Bb3PacTTa Ha 3aTBapsHe Ha gedekrta.”
Bb3pacToBOTO pasnmuve m3dessa cref Kopekumsa Ha aedekra.*®
Hanocnepbk, eqHo o6LwoHaLMOHaNHO NoMynaLMoHHO NpoyyBaHe
Ha naumeHTy ¢ CHD cbobuwm 3a yectoTta Ha PAH 3.2%, CboTBETCTBa-
WK Ha 100 Ha eAVH MUAOH Cpef 06LLOTO Bb3PACTHO HaceneHme.

3.4.3.2. [uazHo3a

Mpenopbkute ot 2015 roanHa 3a AMarHocTrKa 1 neyeHune Ha PH
npeacraBrxa XxeMoAvHaMUYeH anropuTbmM 3a AMArHoCTMKa Ha
PH, nopuepTaBaly pondATta Ha AAcHaTa CbpfeyHa KaTeTepusaumsa
3a pasrpaHuyaBaHe Ha npe- oT nocT-KanunapHata PH.44 Hackopo
anroputbmsT 6ewe mogudnumpan,* a Tabnuya 8 uniocTprpa Ha-
cToAwmTe AedrHILMM Ha pasnnyHuTe Bugose PH n ycnosuATa,
npu KOUTO Te mMorat Aa HacTbnAT npy ACHD. Mpu Ta3n geduHu-

uma, cpegHuAT npar Ha PAP e >20 BmecTo =25 mmHg npu Hanu-
ume Ha PVR =3WU 3a onpegensHe Ha npe-kanunapHa PH.%

3.4.3.2.1. 3epax0aHe Ha OuazHo3zama npu 6es100pobHa xunep-
MOHUSA HA 8b3pdcmeH ¢ 8po0eHa CepOedHa maagpopma-
yus.
JVarHOCTUYHMAT NOAXOA BKIIIOYBA aHamHesa, GpU3NKanHO U3-
cnepBaHe, GpyHKUMOHanHM 6enogpobHn npobu, KPbBHO-ra3oB
aHanus, obpasHa AmarHocTuKka (Mo-creuranHo exokapauorpa-
¢dwA) 1 nabopaTopHW n3cneaBaHUa (BKNIOUUTENIHO MbJIHA KPbB-
Ha KapTuHa, CEPYMHU HMBA Ha XEeNA30TO, XeMaTOKPUT, MapKepu
Ha Bb3nanuTeNHa akTUBHOCT 1 M3mepBaHMA Ha NT-pro-BNP).
KaTo usano, aAcHa cbpAeyHa KateTepmsanmna C OKCMMETPUA e He-
obxoauma 3a B3emMaHe Ha OCHOBHM pelleHNs, KaTo BKJloUYBaHe
W nNpocnefABaHe Ha Ba3ofunaTaTuBHa Tepanvs, bpeMeHHoCT
unu onepauws. MparsT 3a UHBa3MBHA OLieHKa obaye e No-BMCOK
Npu NaureHTN CbC CMHAPOM Ha Eisenmenger. iHBa3nBHa xemo-
AVHaMMYHA OLEeHKa OOMKHOBEHO He e Heobxoguma 3a Hacou-
BaHe Ha TepaneBTUYHU UHTEPBEHLMN BbB BpeMeTo. Tbid KaTo
NO-BMCOKU XeMaTOKPUTHY HMBa BOAAT A0 Mo-Bucoka PVR, ToBa
MOXe [1a ce B3eme npeasua.*®

3.4.3.2.2. OyeHKa Ha pucka.

M3xopbT npu naunenTute ¢ PAH npu CHD ce e nogo6pwun ¢ Ha-
JINYHOCTTa Ha HOBM Tepanum 3a PAH, HanpefBaHe B XUpypruy-
HOTO 1 MepUONepPaTUBHOTO NIeYEHNE 1 U3MON3BAHE Ha €KUMEH
nogxoa.*+>%31 B cepvu, ny6amKyBaHu B NOCNEQHUTE FOANHY, pe-
3yntatute npu nauyneHtTmute ¢ CHD 1 PAH usrnexpat no-6naro-
NPUATHW, OTKONKOTO Npu navonatuyHa PAH,* Ho ca 3aBucumun
oT nogrpynata Ha PH. Pesyntatute npm PAH, cBbp3aHn ¢ manku
AedekTu, npunanyaTt Ha HebnaronpuATHUTE pe3ynTaTv Npu NAu-
onaTtnyHa PAH, BepOATHO 3al0TO Te3M CbCTOAHUA ce Ga3upaT
Ha CXOofHMW HapylleHus B cbfoBaTta nponudepauma. PAH cnep
KopeKumsa Ha AedeKT MMa Aopu olLLe No-oLla NporHosa.*®

3.4.3.3. Tepanesmuy4Ho nosedeHue NpuU NYJIMOHA/IHA Xunepmo-
HUS HA 853PACMHU € 8p00eHU CbpOeYHU Maagopmayuu

3.4.3.3.1. EkcnepmHu yeHmpose.

YcnewHoto neveHue npu ACHD nauneHT ¢ PH ce HyXpae oT
eKkun 3a MynTUAUCLUNIMHAPEH MOAXOA, BKIIOYBALL eKcnepTu
no obpasHa AVMarHOCTMKA, KapAMoNorna, NysaMonormsa, xemaTo-
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norua, VIHd)eKLlVIO3HVI 6OJ'IeCTI/I, rMHeKoNornaA, aHectesmnonorua,
HeoHaTtonorusa, PH, rpbAHa U CbpAevYHO CbAOBa XNPYprua, cec-
TPUHCKN TPUXKN N MeANUNHCKa reHeThKa.

3.4.3.3.2. O6wju mepkKu.

O6wWwmMTe MepKM BKMOYBAT COLManHa 1 NCMXonornyHa nogKkpe-
na, BakCMHaUUs 1 n36sreaHe Ha NpekoMepeH GpU3NYeCKn cTpec.
KoHTponHuTe nperneam ce nnaHupat nHansugyanHo. 3abpeme-
HABaHeTO TPA6Ba Aa ce N36Arsa BbB BCUYKM Cllyyaun Ha npeka-
nunapHa PH. MpoabmKUTenHo NpunoXeHne Ha Kucaopopg ce
npenopbyBa, KOraTo NapuUmManHoOTO HanAraHeTo Ha Kucnopoga
apTepuasiHa KpbB e TpaiiHo <60 mmHg,** ¢ n3knoueHve Ha na-
umeHTU c Eisenmenger, npu KonTo ce NpenopbyBa, Camo Korato
TOBa BOAM A0 AOKYMEHTMPaHO, NMocnefoBaTenHo U curHudu-
KaHTHO MOBMLUEHWE Ha KMUCopoAHaTa caTypauua n nogobpe-
HVe Ha cumnTomuUTe.

3.4.3.3.3. AHmukoazynayus.

AHTMKOArynaHTHoTo neyeHune ¢ ButamuH K aHtaronumctu (VKAs)
B OTCbCTBME Ha NPeACbPAHa apUTMUA, MEXaHUYHW Knanu unu
CbA0BM NPOTE3M MO NPUHLKMN He ce npenopbysa npu PAH-CHD,
a pelweHns TpabBa Aa ce B3emaT Ha MHAMBMAYanHa OCHOBA,
Hanp. ronemu aHeBpusmm Ha PA ¢ Tpomb6 nnu NpeguLwHN TPoMm-
60embonnyHM cbbuTKA. He cbliecTByBaT faHHM 3a ynoTpeba-
Ta Ha He-BMTaMVH K aHTaroHNCT1 nepopasnHn aHTUKOoarynaHTu
(NOACs). Mpwn naumeHTn cbC cMHAPOM Ha Eisenmenger nunceat
[aHHW B NOAKPena Ha pyTMHHaTa ynoTpeba Ha aHTUKOarynaHTy,
HO OpaJsiHN aHTMKOarynaHTy Tpabsa Aa ce MMaT Npeasug npw
Hanunuve Ha Tpom603a nnm em6onua B PA U HACHK PUCK OT Kbp-
BeHe. Tbll KaTo PUCKBT OT KbPBEHE e NOBULLIEH MPY LNaHOTUYHN
nauueHTn, ynotpebaTa Ha nepopasnHn aHTUKOArynaHT U aHTu-
TPOM6OLTHY cpeacTBa TpA6GBa Aa ce 06CHAV BHUMATENTHO NpK
BCEKW OTAENIEeH Ciyyan.

3.4.3.3.4. Kopekyusa Ha wsHmMa.

Tbii KaTO eHZoTenHus cTpec yckopsasa PH,>2 xupypruuHa/viH-
TepBeHUMOHaNHa KOPEeKLMA Ha KapauonaTnn C yBenmyeH Kpb-
BOTOK MMa 3a uen Aa npeanassa 6enogpobHaTa cbAoBa cucTe-
ma. MNparsT Ha PVR no3sonABaly Bb3CTaHOBUTENTHO XMPYPTUUYHO
3aTBapsAHe Ha nsaBo-AeceH (L-R) WbHT 6e3 fgecHocTpaHHa Cbp-
[JeyHa HefoCTaTbUYHOCT Ce pasfinyaBa Mpu pasvyHUTe LbH-
TOBW ne3un (suxme paszdenu 4.1-4.4). PeweHneTo 3a 3aTBapsaHe
Ha WbHTa ob6aue ce B3ema cfief M3MoM3BaHe Ha UanaTta HanmyHa
nHdOopMaLMA 1 He 3aBUCK CaMO OT XeMOANHAMUYHUTE Napame-
Tpw, Mony4YeHa Npu cbpaeyHa Katetepusaumn.>>>* PeweHneTo
TpA6Ba fa ce B3emMe CaMO B EKCMNEePTHU LiIeHTPOoBe.

Jluncea nHdopmauma OT MPOCNEKTVBHM MPOYYBaHWA, ye
NOAXOADBT NleKyBal 1 Kopurupam npu naumeHTn ¢ PAH-CHD ocu-
rypsiea AbArocpouHu nonsu.*#> Jlunceat NpoCneKkTUBHY AaHHM
3a nonsata OT TecTyBaHe Ha CbAoBaTa pPeakTUBHOCT nnu 6eno-
Apo6Ha 6roncus 3a npeLeHka Ha onepabunHocTta,>3>426-60

3.4.3.3.5. MedukameHmMo3Ha mepanus HAcoYyeHa KoM NyJIMOHAI-
Ha apmepuasnHa xunepmoHuamad.
CbBpeMeHHMTE Tepanuy HOCAT MOJi3a Ha MauMeHTU CbC CUHA-
pom Ha Eisenmenger®! u eseHTyanHo Ha gpyru PAH-CHD.5"62
Cnopep MNpenopbkute Ha ESC/ERS 2015 Bbpxy PH,* npekanu-
nApHata PH (PAH), BkniounTtenHo cuHapombT Ha Eisenmenger,
€ CbCTOSsIHME C YMEPEH [0 BUCOK PUCK U M3MCKBA NPOAKTUBEH
MoAxof C U3MoM3BaHe Ha HauYaNHO® Ny NocnefoBaTeNHO KOM-
6VHMPaHO NeyeHne, 546> BKNUNTENHO NapeHTepanHu NpocTa-
uMKnuHK.* MapeHTepanHMTe NPOCTALUMKAVHY NMAT Hal-§o6bP
edeKT npy paHHo 3anousaHe.®® HanmureTo Ha LEHTpaneH uH-
TPaBEHO3eH KaTeTbp 3a MapeHTepasiHa Tepanus obaue nosum-

WaBa PUCKBT OT NapajokcaneH eM6onM3bM U MHeKUMsa npu
nauuneHTn ¢ Eisenmenger n npu te3n ¢ R-L wbHTOBYM Nesun. Mo
Te3n NPUYMHMN KaTo LANO ce NpeAnovmTaT NOAKOXKHN U NHXa-
NaTopHU GOPMM Ha NPUISTOXKEHME.

M3knioueHne oT TOBa NpaBWIO Ca MaLMeHTH CbC 3aTBOPEHM
unm mankm fedekTu, NOKPUBALLM CTPOTN KPUTEPUN 33 Ba3OAM-
naTaTUBHa peakuua (Hai-Beye B paMKMTE Ha OCTbP OMUT Hama-
nAsaHe Ha cpegHoTo PAP >10 mmHg 1 nog 40 mmHg npu nHxa-
nauyA Ha a30TeH OKKC), KOMTO MoraT fja 6bJaT leKyBaHW camo C
Kanuues aHTaroHUCT. TakvBa MaumeHTy obaye ca M3KnounTen-
HO peakn cped Bb3pacTHy ¢ CHD n PAH. O6wo uscnensaHe 3a
BA30PEAKTUBHOCT He ce npenopbysa npw PAH-CHD.**

JbnrocpoyHata AoMallHa KMCIOPOAHA Tepanua MoXe fa
nogobpy CMMNTOMaTKKaTa, HO He e [oKa3aHo, Ye yBenmuyaBa
NpeX1MBAemMoCTTa NPy NaLMeHTH CbC CMHAPOM Ha Eisenmenger.
Ynotpeb6ata Ha JonNbAHWUTENEH KUcnopog TpAabBa fa ce orpaHu-
un Jo Te3n Cylyyaun, Npu KOUTO TOBa BOAW A0 AOKYMEHTUPaHO,
nocnefoBaTenHo U CUrHUPUKAHTHO HapacTBaHe Ha apTepwuan-
HaTa KNCNIopOoAHa caTypauma 1 nogobpasa cuMnTomaTmKaTa.

BropuuHaTta eputpouuTo3a e nonesHa 3a afiekBaTeH TpaHC-
nopT 1 AOCTaBKa Ha KUCIOPOf, a PYTUHHOTO U3BbpLIBaHe Ha
dneboTomMua TpAbBa Aa ce M36ArBa; 3a NoBeye NOAPOBHOCTH,
BWKTe pazdesn 3.4.8.

Mpu nauneHTn c Eisenmenger e feMOHCTPUPAHO, Ye eH-
JOTeNnvH peuenTopHUAT aHTaroHuct (ERA) 6oceHTaH nopo-
6psiea 6MWT un HamansBa PVR cnep 16 cegmuum Ha Tepanua
npu nauyneHTn BbB ¢QyHKUMoHaneH knac |l Ha CBeToBHaTa
3apasHa Opranusauusa (WHO).%” Makap ye e nokasaH 6naro-
npuATeH ebeKT Ha 6OCeHTaH BbpXy Gpr3NYECKUA KanaunuTeT 1
KauyeCTBOTO Ha MBOTa B Ta3u rpyna nauneHTn, epekTbT Bbp-
Xy CMBbPTHOCTTa e No-cnabo AOKyMeHTUpaH. JbArocpoyHoTo
npocnefnaBaHe e Nokasano nofobpeHve Ha CUMNTOMaTMKaTa.
OnutbT c gpyrvn ERAs n pocdoanectepasa tun 5 (PDE-5) nHxu-
6utopuTe, cungeHadun n Taganadwun, nokaseart 6naronpPUATHAU
dyHKUMoHanHW pesyntatu npu nauneHTn ¢ PAH-CHD n cuHa-
pom Ha Eisenmenger, npu No-Manko CUrypHun AoKas3aTencrsa,
HO HaNMYHWTE JaHHW ca No-orpaHnyeHn. ONUTHT e orpaHnyeH
Nno OTHOLEHNe Ha nocnegHaTa reHepauna PAH megnkameHTn,
KaTo MauMTeHTaH, ceflekcunar Uan puounryaT B ycnoBuATa
Ha CHD.%¢ [lokaTo MauueHTy C MPOCTU KOPUTMPaHU nesunn ca
6NN BKNIOYEHN B OCHOBHMTE NPOYYBaHUA Ha Te3M BellecTBa
N Hai-BepoATHO Te We 6baaT nonesHn no nopobeH HauuH
KaKkTo npu nauyueHTn ¢ mamonatnyHa PAH, Kbm HacToAwmA
MOMEHT fAaHHWTe 3a nauyneHTn ¢ Eisenmenger ca orpaHunye-
HWU. PaHOOMMW3NPaHO KOHTPONMPAHO U3MWTBaHE MPOYYBaLlo
epuKacHOCTTa Ha MauuTeHTaH fa nogobpu 6MWT npu cuHa-
pom Ha Eisenmenger, npoBefieHO HEOTAAaBHa, e 610 HeyTpan-
H0.8 [loBeyeTo LeHTpOBe cnaseat nocsiegoBaTesiHa feyebHa
CTpaTerus, opveHTMpaHa KbM CUMNTOMUTE NPU CUHAPOM Ha
Eisenmenger. 3anouBa ce no npuHuun c nepopaneH ERA nnu
PDE-5 nHxnbutop 1 TepanuaATa ce yBesnyana, ako CMMATOMUTE
nepcucTupaT Uav B Clyyal Ha KNMHUYHO BnoLllasaHe. B cayyvan
ye He 6bJe MOCTUrHATO AOCTaTbUYHO NOAOOBPEHME Ha CMMTO-
MaTuKaTa C nepopasnHa Tepanus, TpA6Ba akTUBHO Jja ce B3emaT
npeaBuA NapeHTepasH Bb3MOXHOCTU.

EdpekTbT Ha PAH TepanuATa npu nauueHTV CbC CerMeHTHa
PAH ocTaBa 06eKT Ha crnopoBe. [JokaTo HsiIKOU cepun CbobLua-
BaT 3a obelyaBalyy pesynTaTi, UMaso e U cepumn, B KOUTO Tepa-
nuuTe He ca 6unn noHeceHn.*® TpaHcnnaTaums copue-6san 4po6
unu 6enoapobHa TpaHCNIaHTaUmA CbC CbpAeYHa XMpyprus e
BbH3MOXHA MNPV CreumnanHn ciiyyan, KOUTo He pearvpar Ha me-
AMNKaMEHTO3HO JleYeHne, HO e OrpaHuyeHa oT XUpypruyHarta
CJIOXKHOCT 1 OpraHHaTa HalMyHoCT.
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MpenopbKn 3a neyeHne Ha 6enoapo6Ha apTepuanHa xu-
nepToHUsA, CBbp3aHa Cc BpoAeHa cbpAeyHa mandopmaums

Mpenopbkn Knac?® Hueo®

MpenopbuBa ce nauyveHTn c CHD v noTebpgeHa PHE I C
fa 6baaT KOHCYNTMPaHU NPOTYB 3abpemeHsBaHe.
MpenopbuBa ce OLieHKa Ha pycka MPU BCUYKM Ma-
LMEeHTUN C PAH-CHDd

Mpy MaLMEHTN C HUCBK N YMEPEeH PUCK, C Kopw-
rMpaHyW NpocTu ne3un u npekanunapHa PH ce
npenopbyBa HauyanHa mepopasiHa KOMOMHMpaHa
Tepanusa NN CeKBeHLUManHa KoMOMHMpaHa Tepa- 1
nuA, a BACOKOPVCKOBY NauueHTy Tpabsa fa 6baat
NeKyBaHM C HayanHa KOMOMHauMA BK/OYBaLLa
npocteHongn.® 63-6%

Mpwv naunexTn c Eisenmenger c HamaneH paboTeH
kanauyuteTt (6MWT c pa3scTtoaHue <450 m), TpabBa
Aa ce uMa npefBug nevebHa cTpaterva — MOHoTe-
panua c HayaneH eHAOTENNH PELENTOPEH aHTaro-
HWCT, mocnefBaHa oT KOMOMHMPaHa Tepanua, ako
MaLMEeHTLT He nosyun nogobpetne. 5769

6MWT = 6-MuHyTeH TecT ¢ xoaeHe; CHD = BpoaeHa cbppeyHa mandop-
mauua; PAH-CHD = nynmoHanHa apTepuasnHa XvnepToHWA C BPOAeHa
BbpAeyHa Mandopmauus; PH = nynmoHanHa XunepToHus.

2 Knac Ha npenopbKuTe.

b Hugo Ha [OKa3aTencTBeHoCT.

€ PUCKBT OT 6peMeHHOCT NPy NaLyeHTH ¢ NpeKanunsapHa PH e MHOro BUCOK.
Moxe fia 6bAe No-ManbK Npy 6PEMEHHOCT Ha NALMEHTKM C MOCTKanunap-
Ha PH, cnegoBatenHo e HeobxoAnma AsACHa CbpAeyHa Katetepusauusa npu
BCMYKM NMaLMEHTN CbC CbMHeHMe 3a npekanunapHa PH 3a notebpxaaBaHe
Ha AmnarHosara.

433 nogpo6HocTu BrKTe Mpenopbku 2015 Ha ESC/ERS 3a guarHocTtrka un
neuenue Ha PH.44

€ 3a NoAPOBHOCTY OTHOCHO M360Pa Ha NIEKaPCTBa 1 NPENOPbUYBAHUAT Te-
paneBTUYeH anropuUTbM, CbOOPA3EH C pUCKa, BUKTe Mpenopbky oT 2015 Ha
ESC/ERS 3a AnarHoCTuKa 1 neYeHme Ha PH.24

3.4.4. XupypruyHo nevyeHue

CbhppeyHaTa xupyprua npu naumneHtn ¢ ACHD 3acnyxaBa cne-
uManHo BHMMaHue. flopn U Manku onepauum morat fa HOCAT
BMCOK PUCK, NOpaAu HapyllaBaHeTO Ha AenvKkaTHuA 6anaHc,
npv Te3n 605HU. To3n prUcK He Moxe aa 6bae n3uncieH ypes
M3non3BaHe Ha KOHBEHLMOHaIHNTE ONepaTUBHN PUCKOBE CKO-
poe. OnepaTMBHUAT CKOP NPW Bb3PacTHU C BPOAEHa Cbphey-
Ha mandopmauma belwe n3sneveH ot 6as3ata AaHHM Ha [pyxe-
CTBOTO Ha rpbaHuTE Xmpyp3m (Society of Thoracic Surgeons)
Congenital Heart Surgery Database 6a3upaH Ha loKka3aTencTsa,
cneuuanHo cbaaageH 3aonepauuu npyu ACHD.”® Mpu oueHKaTa,
CKOpBT nocTura gobpa npepckassalwa cuna npy ACHD, makap
ye CbOTBETHUAT NegMaTpUUeH ckop e 61 No-ToueH npu geua,”!
nokasgariky ye npu ACHD, KOMOpOMAHOCTUTE Ha KOHKPETHUA
nauMeHT MoraT ja UrpasAT BaXkHa ponA 3a onpeaensaHe Ha KNu-
HUYHMA n3xod. CnepgoBaTenHo, 6a3mpalluAT ce Ha eKcnepTmn3a
CcKop 3a cMbpTHOCT npu ACHD, otumutaw KomopbugHocTuTe,
MOXe CbLUO fa ce B3emMe NpeABuA Npy N3unciaBaHe Ha pucka
OT CbpaeyHa onepaums npu ACHD.”?

OcBeH Hy»aaTa OT UHAMBMAYaNM3MpPaHa OLEHKa Ha PUCKa,
BaXHO 3HayeHMe uma pasbrpaHeTo Ha cneyudryHaTa aHaTOMMA
N XeMOAMHAMMKaA, ONUTBT C MOBTaPALLM Ce onepaunm 1 cneym-
anHNTe N3UCKBaHWA B 3BeHaTa 3a MHTEH3UBHU rpuxm, aktopu,
KOWUTO OnpeaenaT KpPaTKOCPOUHWUTE U AbArOCPOYHUTE pe3yn-
Tatn. [lokasaHo e, ye korato nayuneHtute ¢ ACHD ce onepupat
OT CbpAeYeH XUpypr No BpofeHu 3abonaBaHuA, MMa No-Ao6bp
KpaeH pesynTar.’? CriegoBateiHO, TOYHaTa NPenopbKa € BCUYKK

nauvieHT ¢ ACHD pa 6bat onepripaHu OT CbpAeUeH XMpypr ¢
onut B obnactta Ha CHD B MynTMaMcUUnaMHapeH ekun ¢ ekc-
nepTtr3a B 06nactTa Ha ACHD. B ceraluHuTe npenopbKy, ToBa ce
OTHacA 3a cbpAeyHata xupyprua Ha scmykn ACHD, ocseH 3a xu-
pypruaTa npu HeycnoxHeHa 6rkycnuaHa aopTtHa Knana (BAV),
HacnepacTBeHa 6onect Ha rpbaHaTa aopTta (HTAD), KaTo cuMHA-
pom Ha Marfan, n cekyHaym Tin ASD 6e3 aHOManHo BfiMBaHe
Ha 6enofpo6HY BeHW M/ OTCbCTBUE Ha 6enogpobHa cboBa
6onect. Cpepata ¢ MyNTUANCUMMIIMHAPHN CMELMANNCTUA CbLLO
6naronpuATCTBa HapacTBaLWMA MHTEPEC KbM U HYXXAUTE OT XU-
6pVAHM Npouefypu, KbAETO CbPAEYHN XMPYP3KM (MO BPOAEHN
AedeKTu), CbAoBM XMPYP3W, MHTEPBEHLUMOHAIHN KapAMono3un
3a BPOAEHN CbpheyHn Manpopmaumn n enektpodrsnonosu
Konabopupat Npy TeXHNYECKN Npean3BrKaTeIHM NpoLeaypy.

3.4.5. KaterbpHa nHTepBeHUUA

TpaHCKaTeTbPHUTE UHTEPBEHLM, U3BBPLLEHN CAMOCTOATENHO
WS KaTo YacT OT XnbpuaHu npoueaypu, ca NnpvBneKkaTenHa an-
TepHaTMBa Ha KOHBEHLIMOHaNTHaTa XNPYpPrua Ha OTKPUTO CbpLie,
KOATO laBa Bb3MOXKHOCT 3a U36ArBaHe Ha NOBTOPHA CTEPHOTO-
MUA/TOPaKoOTOMMA 1 KapamnonynmoHaneH 6annac. Han-uectnte
nepKyTaHHW MHTEPBEHLMN Ca 3aTBapAHe Ha WHHTOBY ne3nu (no
cneymanHo cekyHaym ASD, pagko VSD n nepcuctupaly aptepu-
aneH KaHan), ¢puctyna mnm HeobnyaiHn Konatepanu; 6anoHHa
AunaTtauma Ha NynMoHanHata Knana v rpadtose ¢ Knanu; 6anox-
HW gunaTtauum n/mnn CTeHTUPaHe Ha CTECHEHU FoNeMun CboBe
[Hanp. pekoapKTaumMA Ha aopTaTa U CTeHO3a Ha Ny/IMOHanHa ap-
Tepus]; N TpaHCKaTeTbpHa UMMNAHTaUMA Ha NySIMOHaNHa Knana
(TPVI). ACHD puarHo3um n no-crneunanHo MHTepPBEHLNOHANHW
npouenypw TpAbBa fa ce ocblecTBABa OT XOpa, KOUTO ca Tpe-
HUPaHW Ja OCbLUECTBABAT MHTepBeHUMN npyu BCM un ca vact
OT LeHTbp 3a obrpmxBaHe Ha ACHD, KbaeTo nHAMBKMAYanHWUTe
npouenypu ce pasriexaaT U obCcbxaaT B MynTUANCUMNINHA-
peH eknn.”* OT 0cobeHOo Ba)KHO 3HAUEHMe e, Ye Nporpamara 3a
N3BbpLUIBAHE HA TPaHCKAaTETbPHU UHTEPBEHLMM MPY NALMEHTM
¢ ACHD Tpsb6Ba ga 6bae pasnonoXeHa CbBMECTHO C noaxons-
LM KapAMONOrMYHM CTPYKTYPU U TaKKBa 3a BPOAEHW CbpAeUHN
Mmandopmauun 3a 06cnyKBaHe NPy NPOLEAYPHN YCIOXKHEHNA.
B MHOro nporpamu, onuUTHW SETCKN MHTEPBEHLNOHANTHM Kapau-
05n03u GopmMmpaT BaKeH KOMMOHEHT Ha UHTEPBEHLMOHANHNUTE
ycnyru npu ACHD, Ho B apyru (Hanp. Te3n 6a3upaHn B oTaen-
Ha negmaTpuyHa 60MHMLA), AETCKUTE KapAUONIo3N MHTEPBEH-
LMOHANNCTN MOXe Aa Ce YyBCTBAT HEKOMPOPTHO MpU UHTep-
BEHLMOHANIHOTO JleYeHMe Ha Bb3PACTHU C BPOAEHN CbpAeYHM
Mandopmaumu. o Tasm NprUnHa ce NpenopbYBa MbJiHA Kona-
6opauna mexay KapavnonorvaTa 3a Bb3pacTHN U AeTcKaTa Kap-
anonorua. KoHueHTpaymaTta Ha ACHD KaTteTepum3saunm B orpaHm-
yeH 6poli onpefeneHn LEHTPOBE MO3BOJNIABA OCUTypsABaHe Ha
KauyecTBO, KaKTO M HAa CbBMECTHO Pa3MoJSIoKeEHNE Ha K/OUYOBM
CbpAEUYHO-CbAOBU CNyX6u.”* B U3gageHn HacKopo npenopb-
Kn’* ca npeanoxeHn MUHUManeH roauileH 6pon NHTepBeHLUN
B €iNH LeHTbP, 3a rapaHLmMaA Ha fOOpo KauyecTBo.

3.4.6. UNHdeKunoseH eHpoKapanT

PuckbT oT nHpekunoseH eHgokapanT (IE) npu naunenTn c ACHD
€ No-BMUCOK, OTKOJIKOTO B obLlaTa nonynauums, ¢ u3paseHa Ba-
puabunHocT Mexay otaenHute nesuu. MNpenopbkute Ha ESC
2015 Bbpxy |IE orpaHnyaBaT npunaraHeTo Ha aHTMOMOTMYHATA
npodunakTrKa Lo NauueHTn ¢ BUCOK pUck oT IE, nognoxeHu Ha
PVICKOBM AEHTaNHM npoueaypu.?? BUCOKOPUCKOBY CbCTOAHUSA
Ca NpOTe3HUTE KNanu, BKIYMTESTHO TPaHCKaTeTbPHU Knanw,
KnanHa KopeKuuMs M3Mon3ealia npoTe3eH MpbCTeH, npeale-
ctBawy IE, kakBaTto 1 ga e ymaHotnyHa CHD un Bcaka CHD, kKopu-
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rMpaHa cbC CUHTETUYEH MaTepuan, 4o 6 Meceua ciieq npoueay-
paTta nnv npes Lenma XMBOT, ako OCTaHe OCTaTbYeH LWBHT 1Un
KnanHa peryprutayms.

HecneundunuHmn xurneHHn mepku Tpabea aa 6vaat npuna-
raHv npv Bcmukm naumeHtn ¢ ACHD: fobpa opanHa 1 KoxXHa Xu-
rMeHa 1 acenTUYHU MEPKM MO BPeMe Ha 3paBHO 0OCNyKBaHe
1 BCAKa MHBa3mnBHa npoueaypa. MUbpCcrHr 1 TaTynpoBKK He ce
npenopbyBaT, HO MPY N3BBPLUBAHETO UM BCE MaK, TpsbBa Aa ce
CrasBaT ONTUMAsHN XUTMEeHHW YCNOBUA.

Bcnukm naumeHTn Tpabea aa 6baaT 0byueHm 3a KNMHUYHUTE
cumnTomu Ha IE 1 3a npaBunHO noBefeHne (TbpceHe Ha Meau-
LIMHCKM CbBET, 3HaYMMOCT Ha XEMOKYNTYpuTe Npean 3anoysaHe
Ha aHTUOMOTUYHO NeYyeHne) Npy NoABaTa Ha TakMBa CUMNTOMM.

CKOpPOLWHM NPOYYBaHUA NOTBbPAMXa OTHOCUTENHO BUCOKNA
puck oT IE npu nauneHTV cnep KnanHa Xnpyprus, ocobeHo npu
IE B MMHaNoTO 1 1M3NoON3BaHe Ha TefleWwKN KOHAoMTe Ha lorynap-
HY BeHN.”> 78 Heobxogmmo e ocobeHo BHMaHMe cieg TPVI ¢ ns-
nosi3BaHe Ha KnanHu npotesu Melody.”

3.4.7. AHTUTPOMOGO3HO NeyeHune

MaunenTtute ¢ ACHD ca ¢ noBuweH pUCkK oT TpomboemM60MY-
HW NPOABW, HO AaHHUTE 3a NPeBeHUMATa UM ca OCKbAHW. Mpun
naumenTn ¢ IART nnu AF, ckoposete CHA DS -VASc n HAS-BLED
ca ce oKasanv OT Mosn3a Npu Bb3pacTHN NauMeHTy ¢ npugobu-
T CbpAeuHn 3ab6onasaHuA.>8 Te obade He ca BanugupaHn npu
nonynaumaTta ¢ CHD, nopagun koeTto TpsA6Ba fa ce M3non3ear B
KOMOUMHaUMA C MHAVMBMUAYaNHaTa OLEeHKa Ha pucka. TpaauumoH-
Ho, VKAs ce n3non3eaT 3a npeBeHUua Ha Tpomboembonuute,
HO KbM HacTOAWMA MOMEHT B obliata Kapauonorusa HosuTte
nepopanHu aHTukoarynaHtn (NOACs) ce npenopbuBat ¢ npe-
anmctso npeg VKA. Couo Taka, npu nonynauuata CHD, NOACs
n3rnexpaat ca no nogobeH HaunH 6e3onacHn 1 epeKTUBHM, NPU
YCJI0BWe, Ye HAMA MeXaHUYHW KNnanm Uiy TeXKKa MuTpasnHa Knan-
Ha cTeHo3a.”%8 AHTUKOarynaHTHa Tepanua ce npenopbyBa Npu
napokcusmanHu n nepcuctupawn AF/IART npu naumeHTn c yme-
peHu unu Texkn CHD, Ho e Heo6XxoAUM UHANBMAYaNEH NOAXOA,.
Mpwv naymenTn c neka CHD, CHA, DS -VASc n HAS-BLED ckopose-
Te3® TpA6Ba Aa ce 13M03BaT, KakTo 0bwTe Nnpenopbkn.t! Nann
BCUYKM MaumeHTn ¢ Fontan nmat nonsa oT aHTMKoarynauvs B
MOMeHTa He e yTouHeHo. TpabBa fJa ce B3eme npeaBuA U Xemo-
paruyHUAT pUCK 1 Aa 6bae CbnocTaBeH C TPOMOOreHHUA PUCK,
0co6eHOo NpuY LMAHOTUYHM NauneHTW. 3a BTOPUYHa NpeBeHuu,
aHTMKoarynaumaTta ce npenopbyBa Npu NaumeHTn ¢ Tpomboem-
605MYeH NHUMAEHT UM UHLMAEHTEH BbTPECbPAEYEH UMK Bb-
TpecbroB Tpomb (BuKTe cblo Mpenopbku Ha ESC/EACTS 2017
BBPXY KNanHu cbpaeyHn 3abonasaHua n Mpenopbku Ha ESC
2018 npu 6pemMeHHOCT).

3.4.8. lNoBepeHne Npu LUAHOTUYHN NALNEHTN
LinaHoszara ce obycnaes ot gacHo-naAB (R-L) WbHT, nopaan aHa-
TOMMYHATa KOMYHMKaLMA Mexay CUCTeMHaTa 1 nynMoHanHaTta
UMpPKynauus Ha npeacbpAHO, KAMepPHO WK apTepuanHo HUBO.
UnaHotnuHmnte CHD ca xeTeporeHHa rpyna mandopmauum c
pa3HoobpasHa nognexalla aHaToM1aA 1 naTodpusmonorns: Hop-
ManeH UIn orpaHnyeH 6enoapobeH KPbBOTOK NPY Hannuyre Ha
06CTPYKUMA Npe3 NyIMOHANHNA U3XOAEH TPAKT UK yBENNYEH
6enofpobeH KPbBOTOK NPU NUMca Ha TakaBa 06CTPYKUKA, Koe-
TO NP HAKOW AedeKTn MoXKe Aa foBeae Ao pa3BuTme Ha PAH u
eBeHTyaNlHo cnHApom Ha Eisenmenger (8uxme pasdesnu 3.4.3 n
4.15). Te moraT fa ce npeacTaBaT C uny 6e3 npefwecTsalla na-
NMaTBHa NHTepBeHUMA. [MauneHTuTe C UmaHoTMyHK BCM Bnm-
3aT B rpynaTa Ha CNoXHUW KapauonaTum n Tpabsa aa ce cnegart
oT cneuunanuct no ACHD.

3.4.8.1. AdanmueHu MexaHusmu

MpenussnkaHu OT LMaHO3aTa NPUCIOCOBUTENHN MEXaHU3MU
3a nopgobpaBaHe Ha KUCIOPOAHMA TPAHCMOPT U 0cBo6OXAaa-
BAHETO MY B TbKaHWTE: BTOPWYHA €PUTPOLUTO3], U3MECTBaHe
HaAACHO Ha AMCOLMALIMOHHATA KPUBA Ha OKCUXEMOrNobuHa, 1
noBuLLIaBaHe Ha CbpaeuHns fe6urt.’28 Eputpouutosa B pesyn-
TaT Ha ePUTPOMOETVNHOB CTUMYN € PU3NONOrMUYHUAT OTFOBOP
NPU XPOHUYHA XUNOKCeMUs. KoMNeHcupaHa eputpoLmnTosa oT-
pa3sBa paBHOBeCMe, a AeKOMMNEHCMPaHa epUTPOLIMTO3a NOKa3-
Ba HEIOCTaTbYHOCT Ha paBHOBecKe (MPEKOMEPHO KONNYECTBO
UepPBEHU KPbBHY KNETKU/MOBULIEHME Ha XeMOTNI06MHa 1 HeCTa-
61neH, NoKauBall, ce XeMaTOKPUT C FaBHN CUMITOMU Ha Xunep-
BUCKo3uTeT), 8284

3.4.8.2. MHozocucmemHO pazcmpolcmeo-nosIuOp2aHHO 3acAeaHe

LinaHo3aTa 1 BTOpUYHaTa epuTpoLmMTO3a Npen3BrKBaT 4bnbo-

KW nocneauum 3a uanata opraHHa cucrema:s28485

+  KpbBHUAT BMUCKO3WTET € YBENUYEH M € NPAKO CBbp3aH C
epuTpounTHaTa maca.?

+  AHOManuMTe B XeMOCTa3aTa Ca YeCTV U KOMMJEKCHU 1 ce
npUNMCcBaT Ha aHOManun B TpoMmbouuTuTe (TpoMbouuTone-
HMA 1 TpombacTeHus), MbTULLA Ha Koarynauuma n gpyru ab-
HOPMHM KOoarynaumoHHM mexaHuamu. Butamun K-3aBucumn
¢dakTopn Ha cbcnpBaHe 1 pakTop V ca HamaneHu, ¢prubpu-
HOMMTMYHATa aKTVBHOCT € MOBULUIEHa, a Hall-ronemuTe von
Willebrand mynTtumepu ca nsuepnanu.

+ MoBunweHuAaT 060opoT ,turnover” Ha epUTPOLUTU/XEMOTIIO-
6UH 1 HapyLeHaTa ypaTHa dunTpaumsa BogAT JO XMnepypu-
Kemusn.8¢ ToBuweHNTe HMBa Ha HEKOHIOrMPaH GUANPYGUH
NoCTaBA LMAHOTMUYHMTE MaUMeHTV B PUCK 3a XONenutuasa
OT Kanuues 6unupy6uHar.

«  TexkaTa eHAoOTeNHa AUCOYHKLMA € NPUUMHEHA OT YBpexXaa-
He Ha eHAOTeN-3aBMcMMaTa BasoaunaTayma. &

+  XpOHMYHaTa XWMOKCEMUSA, MOBULLIEHUAT BUCKO3UTET Ha
KpPbBTa 1 eHAoTeNHaTa ANCOYHKUMA 3acaraT MUKPOLMPKY-
naumsTa, MroKapgHata oyHKUMA 1 GyHKUMATA Ha apyru op-
raHHU CUCTEMM.

3.4.8.3. KnuHu4Ha u3Aea u ecmecmeeHd esosouus
KnmHuuHaTa v3siBa BKIIOUBA LIEHTPAnHA UMaHO3a, PesysTat oT
MOBULLEHNTE HMBA Ha peayumpaH XxemornobuH (>5 g/100 mL
KpbB), 6apabaHHN NPBCTM 1 YECTO CKoNMo3a. Moanexawara aHa-
TOMUA/NATOGV3NONOTVIA XapPaKTEPM3NPAT CbPAEYHATA HAXOAKa.
CMBPTHOCTTA € 3HAYMMO MO-BMCOKA MNPV LUMAHOTUYHU, OT-
KOJIKOTO Mpw HeumaHoTMyYHK naunentn.?’ Maxogst ce onpege-
NS OT MOAMNEexawara aHaToMusi, NaToGpU3NONOrus, NanmaTue-
HU NPOUEeAYpPU, YCIIOKHEHMATA OT LMaHO3a 1 MPEeBaHTUBHUTE
Mepkn.888% Huckmat TpombGoumnteH 6poii, TeXKaTa XUMOKCUs,
KapAMOMEranuaTa 1 MOBULLEHUAT XEMaTOKpWT B AETCTBOTO
Ca mapameTpu, KOWUTO MPefACKa3BaT MPEeXAeBPEMEHHA CMbPT
1 He6GNaronpusATHN MHUMAEHTU MPU NauneHTn ¢ u 6e3 PVD.%°
MKenesHuaT geduumut e cBbp3aH C HeBMAaronpUATEH KbCeH U3-
xopm;”1°2 BNP moxe [a mpeackaske usxofa Npuv NauueHTn c
Eisenmenger.’>** BcblHOCT, B MHOrOLEHTPOBO MpoyuBaHe,s’
CaMo Bb3PacTTa, NPe-TPMKYCMUAANHUAT WHHT, IMncaTa Ha cu-
HYCOB PUTBM, MO-HMCKaTa KNCIIOPOAHA CaTypauus 1 HaIMYMeTo
Ha nepvikapfeH n3nus, Ho He BNP, ca 6unu Hal-cunHuTe npe-
AVIKTOPM 3@ CMBT.

3.4.8.4. KoecHu ycnoxHeHus

+ CumnTOMWTE Ha XMNEepBUCKO3MTET BKJOYBAT rnasobonve,
npvmManAaBaHe, 3aMasHOCT, YMOPa, WYM B YlIUTE, 3ambrie-
HO 3peHue, NapecTesnn Ha NPbCTUTE Ha pbLeTe, KpakaTa 1
YCTHUTE, MYCKYNHM 60nKN 1 cnabocT (KnacnduumpaHu Kato
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YMEpPEHH, KOraTo Te MpeyaT Ha HAKOW JENHOCTY, TEXKU, KO-
rato npeuvar Ha noseueTo AenHoctw).828 Cumntomute Ha
XVNEPBUCKO3MTET Ca MaNKo BEPOATHW NPU JINMCA Ha »Kere-
3eH edpuunT 1 XemaToKpuT <65%.

« TosABABaT ce KbpBeHe U TPOMOOTUYHA AnaTe3a; U ABETe Npu-
UMHABAT TepaneBTUYHA AUNEMa NOPaAM CbLIECTBYBALL PUCK
OT TPOM603a 1 KbpBeHe. CNOHTaHHOTO KbpBeHe 0O6MKHOBe-
HO e He3HauYNUTeSTHO, CAMOOTPaHNYaBaLLo ce (3bOHO KbpBEHE,
enunCTaKkcne, NecHo HaTbpTBaHe, MeHoparus). XemonTusara
€ Hal-4ecToTo rofiAMO KbPBEHE 1 € BbHIUHA NPOosABa Ha WH-
Tpany/MOHaneH KpbBOU3JMB, KOWTO He OTpassBa CTerneHTa
Ha MapeHXMMHO KbpBeHe (cbobuiasa ce npu fo 100% ot na-
umeHTuTe ¢ Eisenmenger).®>°® Tpom6o3aTa ce NnpuunHABa OT
QHOMaNMM Ha CbCYPBAHETO, KPbBEH 3aCTOV B AMNATUPAHN Ka-
Mepu 1 CboBe, aTepocKeposa U/vnu eHaoTenHa ANChyHK-
uWs, HanMure Ha TpomboreHeH maTepuan (Hanp. KOHAOWTY)
1 apuTMUU. AHOManuUTe B XeMocCTasaTa He npeanaseaTt oT
TPOMOOTUYHYW YCNOXKHEHUA. JTAMUHUPAHU TPOMOY B ronemu,
YACTUYHO KanuupaHu 1 aHeBpU3ManHo aunatupaHa PAs ce
cpelat yecto (10 30%).”7-1°0 dKeHCKUAT Non, HUCKaTa KUCNo-
poaHa caTypauus, no-HanpefHanata Bb3pacT, AByKamepHa
ONCOYHKUMA 1 aunatupaHn 6enofpobHy apTepun ca uaeH-
TUPULMPaHY KaTo pUCKOBM dakTopm,>7100101

+ LlepebpoBackynapHute MHOEKLUM Ca YeCTW, HO HepJoCTa-
TbuHO foknaasaHn.”’ Te moraT ga 6baat NPUUYMHEHU OT
TPOMB0eMOONIMYHN MHUMAEHTU (NapajoKcaneH embonu-
3bM, CyNpaBeHTPUKYNapHa apuTMunA), PEONIOrMYHN pakTopu
(MMKpOUWTO3a), eHAOTENHA ANCOYHKLNA U TPAJULIMOHHUTE
aTepOCKNePOTUYHN PUCKOBM paKTopu. TexkecTTa Ha BTO-
pUYHaTa epuUTPOLMTO3a He e cama Mo cebe cu PUCKOB dak-
Top.'%2 MuKpouuTo3aTa, NpUUYMHEHa OT xeneseH aeduunt
nopagun HenpasuiHu ¢pneboToMun, bele Hal-CUNHUAT He-
3aBVICUM NPeVKTOP 32 MO3bYHOCHAOBM MHUMUAEHTY B €AHO
npoyusaHe.”’ TexecTTa Ha UMaHo3aTa U KOMMIEKCHOCTTa Ha
CHD ca apyrv puckosu dpaktopn.’’

« [MapapgokcanHun em6onuu moraTt ga 6baaT MPUYMHEHU OT
TPAHCBEHO3HU BOAAUN UMK KaTeTpu.

«  XeneseH geduumnT ce NPUUNHABA YECTO UK MOXe b1 ce 13-
OCTPA OT HENOAXOAALMN GNeOGOTOMUN NN TEXKKA MEHCTPYa-
UMA NPY NALMEHTU OT XKEHCKM NOJ.

«  ApuTMWM — HagKaMEPHU 1N KaMEPHMU.

+ WHdeKumosHnTe yCNoXKHeHNA BKIIOYBAT €HO0KAPAUT, MO3b-
YeH abcuec 1 NHeBMOHUA. TemnepaTtypa cBbp3aHa C NosBa
WM pas3finyHO Mo XapakTep rnaBobonve nopaxpa CbMHe-
HMe 3a MO3bueH abcuec.

- bbbpeyHaTa ANCHYHKLMA € yecTa U ce JbJIXKM Ha GYHKLUWO-
HaHW UM CTPYKTYPHU aHOManuu Ha 6bbpenuTe.

«  XonenuTmnaszata e yecTa U MOXe Aia 6be YCNIOXKHEHA OT XO-
NeuncTUT/XoNe[oXxonuTnasa.

«  PeBmaTonormuHnTe yCNoXHeHMs BKMOYBAT NOJArpo3eH ap-
TPUT, XMNepTpoduyYHa 0CTE0apTPONaTUA 1 Kpockonmosa.s

3.4.8.5. [JuaeHocmu4yHu acnekmu

OcobeHo BHUMaHWe TpsAbBa Aa ce OTAAAE HA CUMMTOMUTE Ha
XVUNEPBUCKO3UTET W XEMOPArMYHU/MCXEMUYHN  YCIIOKHEHNA.
KncnopopHata catypaums TpabBa fa ce nacneasa ¢ Nync oKcu-
MeTbp B MOKOW Cnep Hal-Manko 5 MMHyTHa noumska, a ¢busu-
YecKkmAT KanayuTeT TpAbBa Aa 6baaT oueHaABaH Npy 06uYaiHn
ycnoswus, 3a npegnountaHe ¢ 6MWT.

XemaTonornyHoTo nscnefBaHe TpsbBa Aa BKIOYBA MbJHA
KpbBHa KapTUHa, cpeaeH KnetbueH obem (MCV), cepymeH de-
PUTUH (CEPYMHO XenfA30, »KefA3Ha caTypaunsa, TpaHCchepuH 1
TpaHcdeprHOBa caTypauma Moxe fa ca HeobxoAMMU 3a paHHO

OTKpVIBaHe Ha »kesie3eH AepuumnT), KpeaTUHVH, CepPyMHa NNKOY-
Ha KmncenuHa, ctatyc Ha cbcupsaHe, BNP/NT-pro-BNP, ponuesa
KncenuHa v sutammnH B12 npun Hannume Ha nosuweH MCV nnun
HopmaneH MCV 1 HUCBK cepyMeH depUTUH.

3.4.8.6. JlabopamopHu npednasHu mepKu

« [MapameTpu Ha KoarynaumsTa: Tbil KaTo MiasMeHUAT obem
€ HamaJieH, Mopaau BTOPUYHA epuUTPOLUTO3a, KONNYeCTBO-
TO HaTpUeB UUTPAT TPAOBA Aa 6bae NPUrogeHo KbM Xema-
TOKpUTa, ako Ton e >55%.

«  XeMaToKpUTBT, onpefesieH C aBTOMaTUYHO M3bposBaHe Ha
€NeKTPOHHW YacTnUM (MUKPO-XEMATOKPUTHO LeHTpobyru-
paHe), Boamn A0 danwmBo BUCOKU CTOMHOCTM, KOETO Ce AbIl-
XM Ha NNa3MeHOTO 3axBaLlaHe.

- HwuBOTO Ha rnMoKo3a moxe Aa 6bae HamaneHo (NoBuLIEHA
in vitro rmmkonmsa, KOAToO e pe3ynTat OT yBenuyeHusa 6poi
epuTpoLunTK).

3.4.8.7. [lokaszaHus 3a uUHMepeeHyus

PrickbT 1 non3ata Tpsa6ea fa 6baaT BHAUMATENIHO OOMUCIEHM Y U3-
WCKBAT eKcrnepTHU No3HaHuA. LinaHoTnuHmte nauneHTn 6e3 PAH/
cnHapoM Ha Eisenmenger Tpa6Ba neproanyHo Aa ce npeLeHABaT
3a HEOOXOMMOCTTa OT BCAKA NpoLeaypa, KOATO MOXe [1a Noao-
6py KauecTBOTO Ha >KMBOT, Ja Hamanu 3aboneBaemMoCTTa, UK 3a
NMoKasaHus 3a GU3NONOTrMYHa KOpeKLus (BUXTe pasoen 4.15).

3.4.8.8. MeoukameHmo3Ha mepanus

«  CneundunyHo neveHne Ha PAH: BuXTe paszden 3.4.3.

«  ApUTMUKN: CUHYCOBUAT pUTbM TpA6Ba da 6bhe CbXpaHeH,
KOraTo e Bb3MOXXHO. AHTMapUTMUYHaTa Tepanua Tpabsa aa
6bae vHAaMBUAYyanusmpaHa (MegmkameHTu, abnauus, enu-
kapaeH PM/ICD). AHTMap1TMmnyHaTa Tepanusa e uskaloumTen-
HO TPYAHa; NeKapcTBeHa Tepanua Tpabea aa 6bae 3anousa-
Ha C MHOTO roNiAMO BHYMaHWe 1 No NpMHLUN B 60nHMLa.

« TepaneBTnyHa pneb6oTomua TpabBa Aa ce U3BbBPLIBA CAMO
NPV Hann4ume Ha YMepPeHO TeXKU UAN TEXKN CUMMATOMW Ha
XUMNEepBUCKO3NTET, MOpaan BTOPMYHa epuTpoLnTosa (xema-
TOKPUT Hal-manko >65%), npu nunca Ha gexugparauma n
xeneseH gedunuyunt.t2 Tpabea fa ce npeanpueme N3oBosiyme-
TPUYHO 3aMecTBaHe Ha Te4HOCTK (750-1000 mL n3oToHnyeH
¢dur3nonornyeH pasTBop npu oTcTpaHsaBaHe Ha 400-500 mL
KPbB).

+ KpbBHa TpaHcdy3sua moxe ga e Heobxoauma npu xunep-
XPOMHa aHeMuA (XeMOrno6UHBT He CbOTBETCTBA Ha KUCIIO-
popnHaTa caTypauua) 1 He TpA6Ba Aa e 6asmpaH Ha obrnyanHn
nokasaHus.

« [ob6aBsHe Ha xenA3o TpAbBa Aa 6bae HanpaBeHO NpU Xe-
neseH gedpuunt (MCV <80 fL, manku kenesHun 3anacu) n ga
6bfe BHUMaTeNHO npocsiefeHo (pebayHa edekr).

+ PyTuHHa aHTUKOarynauma/acnnMpuH: NOHACTOALLEM Hanny-
HWUTe JaHHW He NOAKPEeNAT KakBaTo M Aa e Non3a npu umaHo-
TUYHW NaUMeHTV 3a Npeana3BaHe oT TPOM60eMbBOoNNYHM yC-
NOXHeHWA. HanpoTmB, Hanuue e NOBULLEH PUCK OT KbpBeHe.

+ [loka3aHmA 3a aHTMKOArynaHTHO JfleyeHue: NpeacbpAHO
TpenTteHe/AF (npuuenHa ctomHocT Ha INR 2-2.5; no-Bucokn
cToriHocTh Ha INR npuw Hanuume Ha Apyryn prckosBu daKkTo-
pw). la ce B3emaT noA BHMUMaHWe nabopaTopHu npeaynpex-
fAeHuA: danwmem ctoMHOCTU Ha INR ce u3mepBat nopaam Bu-
COK XeMaToKpUT. JIunceaT fJaHHW 1 CaMO eAUHNYHN ciyYaun
Ha ynotpe6a Ha NOACs (Bux<Te 1 pasoden 3.4.7).

+  KpbBoxpak: usnmcksa KomnoTbpHa ToMorpadus Ha rpbaHNA
KOLU, aKo Ma MHPMATPAT Ha PeHTreHoBaTa CHUMKa Ha rpbf-
HWA Kow. bpoHxockonuATa n3nara naumMeHTa Ha pUCK 1 pag-
KO NpepocTaBa nosesHa nHdopmauma. Tepanuata BKNOYBa
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Ta6bnuua 9:

I1po¢m1a|('rwmvrre MepKN ca OCHOBaTa Ha rpmxuTe 3a nsb6arsaHe Ha YCNOoXXHeHusA.

CnepHuTe eKCNO3NLUMN/aKTUBHOCTIU TpﬂﬁBa Aace nsbarear:

BpemeHHOCT Npu naymeHTn cbC cMHAPOM Ha Eisenmenger 1 npu unaHoTny-
HW naumeHTn 6e3 PAH, Ho ¢ KucnopopHa catypauna <90%

KeneseH gedununt n aHemus (6e3 pyTUHHY, HenoaxoaAwm dpneboTomumn 3a
nofAbpKaHe Ha NPeABapUTESTHO ONpefesieH XeMOrIo61H) — fIeKyBaiiTe Xe-
nesHusa aeduumnT 1 xenaso-gedrunTHaTa aHemns

HenpaBnnHo aHTUKOarynaHTHO neyeHune
Hexvngpatauna

MH¢EKHMO3H0 3abonsBaHe: npmnaral?lTe FTPUNHU N NTHEBMOKOKOBU BaKCUHU

I'IyLueHe Ha yurapu, 3noyn0Tpe6a C lekacTBa 3a Bb3CTaHOBABAHe, BKOYN-
TeNHO NpeKoMepHa yn0Tpe6a Ha afikoxon

TpaHceeHo3HU PM/ICD enektpoau
HatoBapBaluu ynpakHeHnA

OcTpo M3naraHe Ha ropetumHa (cayHa, ropeia BaHa uiam ropewy gyw) uim
npeKomepeH cTyq

EcTporeH-cbbpKalla KOHTpaLenTMsu

CrpaTeruv 3a peyKuus Ha pucka npv nayMeHTH C LMaHOTUYHa BpoAeHa cbpAeyeHa mandopmauus

83

npyrwre CTpaTerum 3a HamanaBaHe Ha pUCKa BKJ/lOUYBarT:

+ V3non3BaHe Ha Bb3ayleH GUNTBP B MHTPABEHO3HA NMHWA 3a NPefo-
TBpaTABaHe Ha Bb3AyLiHa embonusa

« KoHcyntauma ¢ ACHD kapavonor npefu npunaraHe Ha KakBoTo U fa
€ CPeACTBO U N3BBPLUBAHE HA KAKBATO U [la € XMPYPruyHa/UHTEPBEH-
LMOHHa npoueaypa

« CBOeBpeMeHHa aHTN6NOTNYHA Tepanua Ha MHGEKL N Ha FTOPHUTE AnXa-
TESHN MbTULLa

« BHuMmaTenHo nsnonssaHe nnu n3bAreaHe Ha CPeACTBA, KOUTO Hapylua-
BaT 6b6peyHaTa GpyHKuUmA

« KoHTpauenTuBHM CbBETU NPU BCAKO KIVHUYHO NoceleHne

CHD = BpogeHa cbpaeyHa mandopmauus; ICD = nmnnaHTnpyem KapamosepTep aedubpurnatop; PAH = 6enogpobHa aptepuanHa
xuneptoHus; PM = nencmenkobp.

CMMpaHe Ha acnpuH, HECTEPOUAHV MPOTUBOBb3NANUTENHN
CpefcTBa, NepopasiHy aHTMKOArynaHTy; jedeHme Ha Xuno-
BOJIEMUATA M aHEMUATA; OrPaHYaBaHe Ha GpM3nyecKaTa aK-
TUBHOCT; 1 MOTWCKaHE Ha HEeMpPOAYKTMBHA Kawnvua. Moxe
[la e HeobxoflMMa ceneKkTuBHa embonr3aunsa Ha BpoHXUANHN
apTepun npu pedpakTepHa MHTPaNyNIMOHaNHa xemoparvs/
KpbBOXpaK. AHTUGUOPUHONUTUYHY CPEACTBA (HaMp. NHXa-
NpaHa TPaHEKCaMOoBa K1CesvHa) ce HaMmMpaT B NpoLec Ha
n3cneaBaHe 1 MOraT fla CTaHaT HOB MOAXO[ 3a JIeYeHne Ha
xemonTun3a.'> Heobxoanmm ca noseye U3nNuTBaHuA.
XunepypukKemus: HAMa NOKa3aHUA 3a fiedeHmne Ha 6escumn-
TOMHA XUMNepPypUKeMMs.

OCTbp NoAarpo3seH apTpUT (@aTnMyHa KapTrHa) ce NeKkyBsa ¢
nepopareH Uin BEHO3EH KONXMUWH, NpobeHeuna u npoTu-
BOBb3MANIMTESTH JIEKAPCTBa, C 06pbLiaHe Ha BHUMaHVe Ha
pvicka oT 6b6peyHa HeOCTaTbUYHOCT 1 KbpBeHe. YPUKO3y-
pyYHK (Hanp. npobeHeuna) UM YPUKOCTaTUYHY CPeacTBa
(Hanp. anonypuHos) M36AreaT peuuanBuTe.,

3.4.8.9. [lpenopwKu 3a npocredasaHe

BCMUKM UMAHOTMYHM NaLMEHT ce HY>KAAAT OT OLeHKa npes Le-

NINA KUBOT C KOHTPOJTHU NoceLleHNa BCcekn 6—-12 mecela B cre-

unanmsmpad ACHD ueHTBbp B TACHa Konabopauna ¢ daMunHmA

nekap. OueHkKaTa BK/ouBa:

+ TMoppobHa oueHKa 1 cucTemeH 0630p Ha MOTeHUMaNHWUTe
YCIOXHEHMA.

+  KpbBHU uscnegBaHus (BuxTe paszoen 3.4.8.8)

+  O6yuyeHve Bbpxy CTpaTerum 3a HaMansBaHe Ha pPUCKa
(Tabnuya 9).

3.4.8.10. [JonsnHumesnHu ce0bpaxeHus

+  Bb3gyweH nonet: TbProBCKUTE Bb3AYLIHW MbTyBaHUA Ce
noHacat go6pe.'%41% CrpatermnTe 3a HamanABaHe Ha prcka
BKJ/IIOUBAT 136ArBaHe Ha CBbP3aH 1 He CBbP3aH C MbTyBaHUs
cTpec, gexuaparauus, ankoxoH1 HaNUTKKY, 1 MEPKK 3a npe-
[lOTBpaTABaHe Ha Ab/IbOKa BeHO3Ha Tpom603a.

«  W3naraHe Ha ronAma HagMopcKa BMCOYMHa: TpAbBa fa ce
136srea OCTPOTO U3NaraHe Ha roasiMa HaAMOpPCKa BNCoYN-
Ha (>2500 m). Moxe fa ce Tonepupa NOCTENEHHO N3KayBa-
He go 2500 m.

«  BbpemeHHOCT: 6peMeHHOCTTa NPY LaHOTUYHW NaumneHTn, 6e3
PH, e acounnpaHa c B1ucoka yectoTa Ha YCNOXKHEHWA 3a Man-
KaTa 1 nnoja v UsncKBa npocsefsaBaHe OT KapAnonormyeH
eKkun npu 6pemeHHocT (Pregnancy Heart Team). KnucnopogHa-
Ta catypauus (>85%) 1 xemornobuHsT (<200 g/L) npeam 6pe-
MEHHOCT Ca 61N Hal-CMNTHKTE NPeAMKTOPK 3a paXkaaHe Ha
XUBO AieTe B efiHa cepuis.'% BpemeHHOCT TpsibBa HaCTOMUNBO
Aa ce obe3Kyparkasa Npv cMHAPOM Ha Eisenmenger n npwu uu-
aHOTWYHW NaumeHT 6e3 PAH, HO ¢ apTepwuanHa KucnopogHa
catypaums <90%* (BuxTe pasden 3.5.7).

« MNpodunakTtrka Ha IE: npenopbunTeNnHa Npw BCUYKM Nauu-
eHTU (BUXTe paszoen 3.4.6).

3.5. lonbnHNTeNnHN CbObGpaXkeHnA

3.5.1. NMonoBun pasnukn
»KeHwnTe ca 6unn BKMIOUEHW NO NOAXOAALY HAUMH B U3MUTBAHWSA 1
[0 M3BECTHa CTeMeH ca Hanuue aHanv3m C NonoBa cTpatnduka-
upmA. laHHUTe OTHaCALLM Ce A0 NOJIOBaTa pasfvika 3a pasnpocTpa-
HeHueTo Ha CHD, 3a6oneBaeMoCcTTa U CMbPTHOCTTa Ca MPOTHBO-
peunBn.’6197-110 Bynpeku ue He ca 0T6ENA3AHN HUKAKBU Pa3fnKy
B CMbpPTHOCTTa B npoyuBaHeTo CONgenital CORvitia (CONCOR),
B HEro e MMasio 3HauumMm NoJsioBU pasnvkn B 3aboneBaemMocTTa
(noBuLweH puck oT PH npu »keHn, HO No-HNCBK puck oT IE, aopTHK
ycnoxHenvst n ICD nmnnanTaums).'" JonmbaHuTtenHn uscnepgsa-
HWA LLie OTrOBOPAT JaNu Te3U PasvKM Ca CBbP3aHU C FEHETUYHN
W yHacnieAMmm 61oNorMuHmn pasnivkiy, No-MabK TeNeceH pasmep
UM Bpyri BCe oule HefepuHUpaHy nokasartenu.' 2

MonoBuTe pasnnKu Ca BaxXHW 3a AMArHOCTMYHA OLEHKa 1
B3eMaHe Ha KNMHNYHO pelueHne. Makap ye npenopbkuTe ca obm-
YallHO MOMOBO HecrneundUUHKN, NHAEKCMPaHUTE CNPAMO Tenec-
HaTa NoBbPXHOCT (BSA) rpaHuLmM 3a NnapameTpuTe Ha aopTaTa u
3a pa3mMepuTe Ha CbpAeYHUTE KyXVHW MOTaT fja BHecaT KopeKLusa
3a No-Masiky CTOMHOCTY Ha BSA npu xeHu."3 UnguemgyanHute
KOHCYNTaLun ca OT OCHOBHO 3HaYeHMe NPU XKeHWTe, MNaHypaLm
GPEMEHHOCT, Tl KaTo NoKasaHUATa 3a MHTEPBEHLUWS NpU TAX
MoraT fia 3a10’KaT No-HWCKM abCOMIOTHN CTOMHOCTM 3a a0OPTHA XU~
pyprus (BpogeHa/ acounnpaHa ¢ BCM aopTonaTua) unm cMaHa Ha
nynMoHanHa knana (PVRep) npu nayvenTku ¢ TOF.?
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MiMa AaHHK, NMoKasBawy PasinyHK BAUAHUA MPW HamMupa-
He Ha paboTa 3a MbXeTe, a He 3a »eHuTe,'* Nnponyckn B megu-
umHckuTe rpwkn'> 1 ¢usnueckata akTMBHOCT.'® KnuHuuHata
OLeHKa, B3eMaHeTO Ha pelueHre U KOHCYNTUpaHeTo mMoraT aa
M3MCKBAT UHAMBUAYANHO NPUCNOCO6ABaHE, KOETO Ja CMOMOTHe
B ye[JHaKBABAHETO Ha KJIMHNYHWA U3XO0S.

3.5.2. BpopaeHu cbppeyHn 3ab6onsaBaHus
npu Bb3pacTHU B NO-HanpeaHasna Bb3pacTt

B pHewHo Bpeme, ~90% OT naumeHTUTE C neku, 75% c cpegHo
TEXKM, 1 40% C TEXKN BPOAEHM CbPAEYHN Mandopmaunn joc-
Tirat Bb3pactrta ot 60 rogmHn.'’” OyakBea ce Te3n CbOTHOLIEHUA
[la HapacHarT olle NoBeye npes cneggawnte gecetunetua. Cne-
[JoBaTesHO, Ma yBennyaBaly ce 6poii HaceneHne oT NayneHTn
¢ CHD B HanpepfHana Bb3pacT M YHUKaNHW 34paBHN HYXAN. Te3n
NMo-Bb3pacTHU MALMEHTN Ce XapaKTepu3mpaT C noBevye KOMop-
6MAHOCTY, NPUCHLLO CBBP3aH C Bb3pacTTa PUCK OT apuUTMuMA
(ocobeHo AF), yckopeHo cTapeeHe, npupaobuto 3abonsBaHe,
NMPOMEHEH OTFOBOP KbM JIeKapCTBa, PaHHO Hayano Ha repwu-
aTPUYHM CUMMTOMM (Hanmp. YMCTBEH ynagbK, obe3nBuxBaHe/
nafjaHus, HeycrnewHo NpochneprpaHe, CEH30PHU HapyLeHus)
W HapyweH ncuxocoumaneH npodun.''®® C uen ocurypnasaqe
Ha afieKBaTHM rPUXKKN 3a Ta3n MO yA3BMMA rpyna OT MauueHTw,
TpA6Ba Aa ce KOHCYNTMPAT NPENOPbKUTE, NOCBETEHW Ha MO-Bb3-
pactHu naumeHTn ¢ CHD.'?° Hauanoto Ha npnao6uTty 3abonnaea-
HWSA 3arMoyBa B paHHa Bb3pPAcT, MO Ta3y NpMYMHA CTpaTermm 3a
npepnassaHe TpAbBa fa 6bAaT BKAYEHN Npe3 MbpBOTO Aece-
TUNETUA HA XKUBOTA (B feTCKaTa KapAMonorus).

3.5.3. MnaHupaHe Ha NpeACTOALLN FPUKN U TPUKN
B Kpaf Ha }XuBoTta

MoBeuyeTo NauneHTU, HE3ABUCMMO OT CNIOXKHOCTTA Ha AedeKkTa,
KenasaT Aa o6CcbKAaaT oYakBaHaTa MPOABIKUTENIHOCT Ha XUBO-
Ta Npean fa ca 6unu U3npaBeHN Npea XNBOTO-3aCTpalLaBally
ycnoxHeHus.?! TaknBa yCNIOXKHEHWS MOraT 4@ Bb3HMKHAT Mo
BpEeMe Ha BUCOKOPUCKOBW MHTEPBEHLMM WL Ca OTPaXKeHMe Ha
HecurypHata TpaekTopusa Ha pucka. CBOeBpeMeHHOTO 06CHX-
[laHe Ha NNaHOBETE 3a HanpeaHaNu rpPYkKn e peLlaBall efleMeHT
OT LANIOCTHATa rpuKa KbM naumenTa.'?"'?2 3anousaHeTo Ha To3u
npobnemeH pasroBop e TpyaHo. HennaHupaHuTte xocnuTanu-
3auumn, noctaBAHeTo Ha ICD unu ¢yHKUMOHANHOTO BRoOLWaBaHe
MoraT fja C/lyXaT KaTo Hauyasno Ha TakuBa pasroBopu. [oBeuve-
TO MaUMEHTN He 3anoyBaT camy 06CbKAaHEeTO BbpXY MiaHa 3a
NpPeacToALWMN rPUXKK, a OCTAaBAT MHULMATUBATA Ha Te3U, KOUTO
rm ocurypnasaT. CbabpXKaHNEeTO Ha 06CHXKAaHUA BbPXY MaHa
3a NpeABapPUTENHN FPUXKK 3aBUCK OT GPU3NUYECKOTO M NCUXONOo-
rMYyeckoTo 3[paBe W NpeanouYnTaHMATa Ha naumeHTa. Mbpso-
HayaslHO, JMCKYCUATAa OTHOCHO OYaKBaHaTa MPeXMBAEMOCT U1
npeanoynTaHUsTa 3a neyeHne morat ga 6baaT camo Tesun, Kou-
TO NauUMeHTbT Kenae. C BiolaBaHe Ha 34PaBOCIOBHOTO CbCTOS-
HWe CTaBaT 3a4b/PKUTENHN LUANOCTHATa OLeHKa Ha XKeaHuATa u
CTOMHOCTMWTE Ha NaUueHTa, NnpeaBapuTesIHUTe My NOCIaHNA, No-
WMEHHOTO onpefesisiHe Ha B3eMall peLleHna 3aMeCTHIK, U pe-
LWeHMATa BbpXy TepanunTe C yctporctaa npu nayneHTn ¢ ICD.

Mo Bpeme Ha npoleca Ha obrpurpmxeaHe, akTMBHOTO Crie-
undrUHO 3a 3a60NSABAHETO NIeUEHME MOXeE BCe NoBeve Aa obae
noaabpXKaHO U eBEeHTYasIHO 3aMeCTEHO OT NaNUaTUBHU MPUXN.
BknouBaHeTO Ha CneunanucTy No NannaTMBHK FPUXKN MOXe Aa
6bae noakpena. Mo BCAKO Bpeme e BaXKHO Aa ce nogyeprae, ye
aKTMBHMTe cneundunyHn 3a 6onecTTa rpwxmn Tpsabea ga 6baat
NPOAB/IKEHN MO BPeMe Ha Npoueca Ha MiaHupaHe Ha npeg-
CTOALNUTE TPVKKU, AOPU N 6NM30 O Kpas Ha XKMBOTA, B3eMalKu

npea BUA NPeanoynTaHnATa 1 LenTe Ha nauueHTa. PonsaTa Ha
nannaTMBHUTE FPUXM 1 pamuiHaTa NogKpena NpoabiKaea cnep
CMBPTTA Ha NaLMeHTa YPE3 FPUXKI CBbP3aHM C TeXKaTa 3ary6a.'??

BvHaru, Korato e Bb3MOXHO, UJIeHOBETE Ha CeMeiCTBO-
TO TpA6Ba fa 6bJaT BKIOYBAHM MO BPEME Ha BCUUKK CTBIMKMU.
MpeanoynTaHMATA Ha NaLUMeHTa MOraT Aa Ce MPOMEHHAT BbB Bpe-
MeTo, MopaAu KoeTo e HeobxoArMa neproaMyHa NpeoLeHKa Ha
KenaHuATa Ha nauueHTa.

3.5.4. 3acTpaxoBKa 1 3aeTocT

3a naumnenTn ¢ ACHD yecTo e TpyAHO Aa nonydaT 3acTpaxoBKa
3a XKMBOT, 34paBe WAM MbTyBaHe, U MnoTekn.'?*-26 Ako 6bge
OTMyCHaTa 3acTPaxoBKa, MauueHTuTe yecto TpsA6Ba Aa 3anna-
TAT JOMbHUTENHA CyMa UK CbpaedyHaTa mandopmMaums, Kato
NpeABapuTENIHO CbLLECTBYBALLO YCNOBUE, MM U3K/IOUYBA OT 3a-
cTpaxoBaHe. 10 MPUHLKMM, NOyYaBaHe MM He Ha 3aCTPaxoBKa
1 MO-BMCOKATa TaKca, B MOBEYETO C/lyyaun He ca CBbP3aHM CbC
CTeMeHTa Ha CNOXHOCTTa Ha AedekTa, GyHKUMOHANHUA CTaTyC
Ha MauMeHTa, UM ¢ NPOrHo3aTa,'?*126 Ho no-ckopo ca dyHKUMA
Ha NOMUTUKMTE Ha 3aCTPaxoBaTefIHUTE KOMMAaHUK 1 OTpasnBaTt
WWPOKN 1 BbTpe-abpKaBHN Bapuauun. MoHacToswem, nauym-
eHTMTe TpAGBa Oa pasrmexaaT PasfiMuyHU BapuaHTh, KaTto OT
MoMoLL, MoraT fa 6bAaT 1 KIVHULMUCTUATE, U NaUMeHTCKUTe aco-
uMaumn. 3aCTPaxoBaHETO e KaTeropuyeH BbNpoc, KoWTo TpA6ea
fa 6bae 06CbaeH No Bpeme Ha KOHCynTauum ¢ nayuenTa. CoLyo
Taka, HaemaHeTo, No-crneymnanHo nNo M3NCKBaHWATa 3a cneuu-
dvuHM Npodecuy, ce HYKAAAT OT BHUMaHMe.'?” KaTo ce 3anoyHe
OT loHOLIECKa Bb3pacT, n3bopbT Ha obpa3oBaHMeTo TpsAGBa Aa
6be HanpaBeH Ha 6a3aTa Ha Bb3MOXHOCTUTE 3a U3BbPLUBAHE
Ha TeXKM Gpr3nyeckn aenHocTn 1 3a paboTa B HOLHN CMEHM,
M3Mos3BaHe Ha cneunduyHN MeiKaMeHTH, KaTo Hanpumep ne-
popasnHa aHTUKoarynauus.

3.5.5. Ousnyecka aKTUBHOCT 1 CNOPT

MpenopbkuTte 3a ¢punyecka akTMBHOCT 1 CNOpT TpsbBa Aa 6b-
faT 6asnpaHn Ha nopnexallata BpoAeHa CbpheyvHa Mandop-
Mauma 1 Bb3MOXHUTE 1 YCNOXKHEHMWA, XeMognHamnyHma n EP
CTaTyC Ha NauMeHTa 1 TAXHATa NpefBapuTENHO CbliecTByBaLla
rogHoct.?* KoHcyntaumsta TpsbBa ga B3eme Npeasug BUABLT
CMOPT 1 OYaKBaHWTe HMBA Ha ycunuve. KaTo uano, nekapure ca
CBPBXKOHCEPBATMBHM B TEXHUTE CbBeTW, 0CcobeHo 3a ¢usu-
yeckaTa aKTMBHOCT. Hanuue ca fjobpe NOKYMEHTUPAHMW Mon3u
OT GUTHeC 3a MNCMXOMNOrMYHOTO 6naronosiyuvie U couunanHuTe
KOHTaKTW, KaKTO U NonoxuteneH ebekT BbpXy prcKa OT npu-
[06UTO CbpAeyHO 3abonABaHe B ObaeLle; CMMNTOMUTE He U3-
K/ouBaT Gpr3nyeckaTa akTMBHOCT. [IHAMWUYHNTE YNpaXKHEHWS
ca Mo-noAxofAwWmn oT cTaTuyHUTe ynpaxkHeHus. OcBeH TOBa,
npv NauneHTV C N3BECTHU CbpPAEYHU 3a60NABAHUA, YCIIOXKHe-
HWUSI NO BpeMe Ha ¢pusmyecka akTUBHOCT, BKNtounTenHo SCD, ca
penkn.'?8 MpenopbKuTe 3a yuacTue B HACKO- 4O BUCOKO-NHTEH-
3MBHU CNOPTOBe ce 06CHKAAT B JOKYMEHT 3a no3uuumsa Ha Budts
et al.** NpenopbKuTe 3a eNUTHX cnopTose npu atnet ¢ BCM ca
onuncaHn B 2020 ESC Guidelines on sports cardiology.'?® Ouen-
KaTa Ha ¢u3nyeckma paboTeH KanayuTeT TpsAbBa fa 6bae Ha-
npaBeHa Npeau Aa ce NpenopbyaT pas3BfiekaTeNnHy akTUBHOCTY
UNK CnopT, € Luen n3bAarsaHe Ha MHTEH3UBHY YNPaXKHEHUA Npu
HeTpeHnpaHu nauneHTw. NoseyeTto naumeHTn ¢ BCM morat ga
Ce BKJIloUaT 6e30nacHo B pefioBHa, yMmepeHa Gpr3nyecka akTme-
HOCT. ManbK 6poi CbCTOAHMSA, KaTo CUCTOMHA ANCPYHKUMA Ha
CUCTeMHaTa Kamepa, O6CTPYKLMNA HA U3XO4HWUA TPAKT Ha CUC-
TemMHa Kamepa, PH, xeMoAMHaMWYHO 3HauuUMK apuUTMUM UK
aopTHa Aunatauus, M3MCKBaT No-rofisimMo BHUMaHMe.
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3.5.6. HecvppaeuHa xupyprusa

OueHkaTta 1 nosegeHneTo npu naymeHTn ¢ ACHD Tpab6ea ga
cnepsaT npuHuunute Ha lNpenopbkute Ha ESC 2014 BbpXy
HecbppeuHa xupyprua'>® n ga umar npeasug cneyndrkata
Ha BCM. ®akTopm, cBbp3aHM C MOBULLEH PUCK OT nepurone-
paTuBHa 60NeCTHOCT M CMBPTHOCT Ca LMaHO3a, 3acTolHa
CbpAeYHa HeAOCTaTbYHOCT, BAOWeEHO o6Wo 34PaBOCIIOBHO
CbCTOAHME, No-mnada Bb3pacT, bX, onepauynm BbPXY Anxa-
TeflHaTa U HepBHAaTa cucTema, cioxHa BCM (Fontan, cuHp-
pom Ha Eisenmenger, umaHoTUYHM nauymeHTn). HecbpaeuHu
XUPYPTMYHN U MHTEPBEHLMOHaNHU npouepypu Tpabsa Aa
6baaT U3BbLPIIBAHU B eKkcrnepTeH LeHTbp.3%3! Mpobnemu,
KouTo TpAbBa Aa ce B3emaT npensuj ca npodunakTnka Ha
NHPEeKUMO3eH eHJ0KapANT, YCITIOXKHEHUA CBBP3aHn C nogne-
Xalyata xemofMHamuka, abHOpMHa BeHO3Ha n/vnu aptepu-
aJlHa aHaToOMWUA, 3acAralyy BEHO3HWNA 1 apTepuanHna JocTsb,
nepcrMcTMpaLln WbHTOBe, KNanHa 6osecT, apuTMUN BKOUYK-
TenHo 6pagmapuTMnn, eputpounTosa, 6enogpobHo-cbAOBa
6onect (PVD), npeBeHUMA Ha BEHO3HM TPOMOO3M, MOHUTO-
pupaHe Ha 6bbpeyHaTa U YyepHoppobHaTa PpyHKUMA, nepu-
npouefypHO aHTMKOArynaHTHO JledeHune, Bb3MOXHa Hy»KAaa
OT HEeKOHBEHLMOHANHO f03MpaHe Ha JiekapcTBa, NoBKLIEHa
yectoTa Ha nHbekuma ¢ xenatut C, nopaan npegwecTsaliu
npouesypu 1 N3BbPLIEHN B MUHANOTO KPbBHU TpaHChy3nm 1
HaKpas pa3BuUTME Ha MHBANMAHOCT.

3.5.7. BpemeHHOCT, KOHTpaLenuna U reHeTUYHN
KOHCYNnTauum

3.5.7.1. BbpemeHHOCM U KOHMpayenyua

MHo31HCcTBOTO OT NauneHTUTe ¢ ACHD noHacAaT gobpe 6pemeH-
HOCTTA, HO »XeHU CbC CNoXKHU BCM mMMaT no-BUCOKM pUCKOBeE.
Moppo6bHu npenopbku Ha ESC Bbpxy 6pemMeHHOCTTa 1 Cbpaeu-
HaTa 6osecT 6sxa ny6nukysaHm npes 2018 rognHa.*

Ha Bcnukm xeHn ¢ CHD Tpab6Ba fa ce ocurypAT KOHCynTa-
unn npean 6pemeHHocT. CneyranmsnpaHa rpuxa ce gaBa Ham-
no6pe B ycnoBuATa Ha MyNnTUAUCLMIIIMHAPEH eKnn 3a bpemeH-
HocT. To3n eknn TpabBa fa uma goctbn o ACHD kapauonorus,
aKyLlepCTBO W aHecTe3naA 1, KbAeTo e HeobXoAMMO, ApYru cre-
LUNAnnNCTL, BKIIOUYNTENHO KIAUHUYHWU reHeTuuun. EknnbT Tpabea
fa 6blie aHraXkunpaH NP BCMYKN NaLMEHTY C Hal-Masko CpegHo
TeXxKa 1 Texka BCM npean 6peMeHHOCTTa 3a CBOEBPEMEHHO
KOHCY/NTUpaHe 1 CbBeT NO BpeMe Ha HpemMeHHOCTTa, 3a NnaHu-
paHe Ha NPeLpPOAOBY FPUXKK, BKIIOUMTENIHO pa)kaaHe u cnep-
pofoBO NpocnefABaHe 1 Hy>KAa OT CbpPAEUYHO MOHUTOPKUpPAHeE.
PuckoBaTta oueHKa TpabBa aa 6bae MHAMBMAYanU3MpaHa v ga
ce 6asnpa Ha moguourumpadata WHO (mWHO) knacudukauma
(Tabnuya 10).43

OYHKLUMOHANHWAT CTaTyC npean 6peMeHHOCT, KamepHaTta
byHKUMA, TeXecTTa Ha ne3nnTe N aHamHe3aTa Ha NpeALecTBa-
WKW CbPAEYHN VHUMAEHTU CbLWO UMAT MPOrHOCTUYHA CTOW-
HocT.'32 CPET npoBefieH Npean 3a4eBaHe MOXe [1a npefckaxe
KNUHUYHUTE M3XOAM 3a MaiKaTa U HoBopogeHoTo. Hepobpuar
OTrOBOpP KbM HaTOBapBaHe e CBbP3aH C MO-BUCOK PUCK OT He-
61aronpPUATHN UHUMAEHTM 3a MaiikaTa 1 nioaa.

MaiumHata cmbpTHOCT e 0-1%, a CcbpaeyHaTa HepocTa-
TBUYHOCT YCNIOXKHABA 6pemeHHOCTTa Npu 11% OT KeHuTe CbC
cbpheyHo 3abonsaBaHe, kato PAH e cBbp3aHa ¢ Hal-BUCOKN pu-
ckoBe.33134 [InaHo3aTa NocTaBsA Ha 3HAUYMM PUCK NOAA, KaTo e
Masnko BEPOATHO pakaaHe Ha XMBo feTe (<12%) , ako Kucnopoga-
HaTa caTypauus e <85%.'%

KeHun cbc cbpaeyHo 3abonABaHe MMaT CbLO MOBULLEH
PUCK OT aKyLIepPCKN YCNOXKHEHNA, BKIIIOUNTENTHO NpexKaespe-

MeHHa pofoBa [IeHOCT, NpeeKNamncna n cnefpoiuiHa xe-
moparuaA.'?® MoTeHUMansbT Ha MeANKaMeHTH, 3acAaralym nnoaa
TpA6Ba BMHary Aa ce nma npeasua; He TpAbBa Aa ce M3nons-
BaT (ACE) MHXMOGUTOPY Ha aHTMOTEH3UH-KOHBEPTUPALLMA eH-
3UM U NO-CNeunanHo aHrnmoTeHsuH Il peuenTopHu 6nokepu
(ARBs). XKeHu HyxAaaewm ce OT NepopasiHa aHTUKoarynaHTHa
Tepanua ce HyXAaAT OT cneunanHo BHMMmaHue. VKAs ca Te-
paToreHHu, 0CO6eHO BbB BUCOKM A03U. JleyebeH anropntbm
C 1030BO NpUcnocobeH neyebeH anropuTbm € NPeasioKeH B
Mpenopbku Ha ESC 2018 Bbpxy 6pemeHHoCTTa.

MpoabnXnTeNnHOCTTa Ha 6pPeMeHHOCTTa 1 HauMHa Ha pa-
JaHe Tpab6Ba Aa 6bAaT pelweHn oT KapanonornyHma ekun npm
6peMeHHOCT, B3eMalku npeasug texxectTta Ha CHD.

MNpenna3eaHeTo OT 3abpemeHsABaHe TpA6Ba Aa 6bhe 06-
CblleHO CBOEBPEMEHHO CbC CneuMPUYHO BHMUMaHME KbM
edeKTMBHOCT 1 6esonacHocT.'>® BapuepHute MmeToan ca
6e3onacHM U nMpepAnasBaT OT NONIOBO NpejaBaHu bonecTty,
HO Te MMaT CaMO BMCOKA KOHTpaLenTuBHa ePpuKacHOCT npu
CbBMeCTUMMN ABOMKMK. XOPMOHaNHNTE NPOTMBO3a4YaTbyHM Ca
BMCOKO edprKacHU, HO MMa MaJIKo AaHHM 3a TAXHaTa 6e3onac-
HocT cpep keHnTe ¢ ACHD. KombrnHnpaHuTe KOHTpaLenTUBHN
ca BucokoedpekTnBHM (99.9%), Ho e Hain-go6pe Aa ce N3bsAreat
npu NauMeHT C NpeaLecTBally TPOMOOTUYEH PUCK (L4MaHOo3a,
¢dun3nonorua Ha Fontan, mexaHWYHU Knanu, npeplecTBalym
TPOM60OTUYHN MHUMAeHTH, PAH), no-cneynanHo 3awoTo Mma
Manko AaHHW Ja Nopacka)aT, Ye efHOBPeMeHHaTa nepoparn-
Ha TepanuA C aHTMKOarynaHTu wWwe enMMmnHmMpa To3un puck. OT
Apyra cTpaHa, NpOTUBO3ayaTbyHWTE CaMO C MPOrecTepoH
He nNpean3BUKBAT TONKOBA BUCOK PUCK OT Tpomb6o3a, a no-
HOBW HanNMYHW NpenapaTi 3a NepopasHO NPUIOXKEHNE UK C
BbTPEMATOYHM UMMAHTU UMAT BUCOKa edPpukacHocT (>95%).
PUcKkbT OT eHpoOKapAnT cnep nNocTaBAHE Ha MOKPUTO C Npo-
recTepoH MHTPayTUPUHHO YCTPOWCTBO € BEPOATHO HUCHK.
Bce nak, cblyecTByBa pMCK OT BazoBaranHu peakumm (5%) no
BpeMe Ha BKapBaHeTO MAN OTCTpaHABaHeTo My. Mpwu naywm-
eHTUTEe C yassuma dmnsnonorma (T.e. NaunMeHTn C umpKynaumna
Ha Fontan, PH, unaHotuyHa CHD, cuHppom Ha Eisenmenger)
NoCTaBAHETO/OTCTPaHABAHETO Ha MHTPAYTEPUHHOTO YCTPOW-
cTBO TpAbBa Aa cTaBa B 6e30nacHa cpepa (T.e. B cpefa c onut
npu ACHD). Ctepununsauus Ha XeHaTa UM ctepuansauuns Ha
MDBXKKMA NapTHbOP TpAbGBa Aa ce B3eMe NpefBUA Camo cref
BHMMaTeNHO 06CbXKAaHe, CbC CreunanHo Mo3oBaBaHe Ha
AbNrocpoyHaTa NporHosa.

AcncTrpaHaTa penpoayKkumns fo6aBs AONBIHUTENHN pu-
CKOBE U Npeam ToBa neyeHmne TpAbBa Aa ce U3BbPLUN KOHCY-
Tayma cbe cneumnanuct no ACHD. CeBpbxoBynaumaATa e ¢ Npo-
TPOMOOTUYEH PUCK U MOXKe Aa Obae YCIIOXKHEHA OT CMHAPOM
Ha OBapwuanHa XMnepcTumynauna, C U3paseHn OTKIIOHeHUA
Ha TEYHOCTM 1 Aaxke No-rofiAsM puck ot Tpom60o3a.’” PuckbT
OT CMHAPOM Ha OBapuanHa xunepcTumynauma Moxe fa 6bae
HamManeH uype3 BHMMaTENIHO MOHUTOPMpPaHe, N3NoN3BaHe Ha
HMCKa f03a GONMKYNOCTMMYNMpaLy XOPMOH B KOMOGWHauus
C @HTaroHWCT Ha FOHAJOTPOMNMH 0CBOOGOXKAABALNA XOPMOH,
3ampa3siBaHe Ha BCUYKM eMOPUOHM 1 NPEXBBPIIAHE CaMO Ha
efvH embpunoH. MocneaHaTa Bb3MOXHOCT Ce MpenopbyBa
Ha »KeHW CbC CbpAeyHo 3abonAaBaHe, Tbil KaTo 3aYeBaHeTo C
MHoOronnofHa 6peMeHHOCT e CBbP3aHO C NO-M3pa3eHun Kap-
AVNOBaCKynapHW NPOMeHU 1 NoBeYe YCNOXKHEHNA 3a MalikaTa
unu detyca.'>® bpemeHHOCTTa 1 neyeHneTo 3a 3abpemeHsiBa-
He ca NpoTMBOMOKa3aHu npwu »eHu ¢ knac IV no mWHO kna-
cndurKaLmMa Ha MauMHUA CbPAeUYHOCHAOB puck.*: Mpu xeHn
¢ mWHO knac lll, nan Te3n KoUTo ca Ha neyeHme C aHTuKoary-
JTAHTUW, PUCKBT OT XUMNEPOBYNaLUSA € MHOTO BUCOK 1 TpsA6Ba Aa
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Ta6nuua 10:

3HaAuUUTENHO NOBULLEH PUCK 3a MalluMHA CMBPTHOCT UM TeXKKa 6onect-
HocT (MWHO knac lll) (vecToTa Ha cbpAeyHUTe CbO6UTUA 19-27%)

HekopurupaHa unmaHoTMYHa cbpaeyHa manpopmaums
YmepeHo HapylweHa LV ¢yHkuuma (EF 30-45%)
CuctemHa RV ¢ fobpa nnm neko HamaneHa KamepHa GpyHKLMA

Linpkynauus Ha Fontan. AKo NauyeHTsT e B ApYro OTHoLeHe fo6pe 1 Cbp-
[EYHOTO CbCTOSIHME HE € YCIIOKHEHO

Texxka 6e3cumnTomHa AS
YmepeHa MUTpasHa cTeHo3a

YmepeHa aopTHa gunatauua (40-45 mm npu cuHapom Ha Marfan unu gpyra
HTAD; 45-50 mm in BAV, 20-25 mm/m? npu cuHApPOM Ha Turner)

MexaHuyHa Knana

BpoaeHa cbpaeuHa MandpopmaLua ¢ BUCOK PUCK U U3KNIOUUTENTHO BUCOK PUCK 32 GpeMeHHOCT

N3KNIounTeNnHO BUCOK PUCK 3a MailunHa cmbpTHocT (MWHO class IV)®
WY TeXKa 60necTHOCT (YecToTa Ha cbpAeyHuTe cb6muTNA 40-100%)

ynMoHanHa apTepuranHa XunepToHus

Texko yBpeaeHa LV ¢pyHkuuma (EF <30% or NYHA class I11-1V)
CuctemHa RV € ymepeHo v TeXKO HamasneHa kamepHa GyHKLuA
Fontan c KakBOTO 1 Aa e ycnoxHeHve

Texka cumnTomaTnyHa AS
TexKa MUTpanHa cTeHo3a

TexKa aopTHa gvnatauusa (>45 mm npv cuHapom Ha Marfan nnu gpyra
HTAD, >50 mm in BAV, >25 mm/m? npu cuHAPOM Ha Turner)

TexKa (pe-)koapKTauus

AS = aopTHa cTeHo3a; AS| = HAEeKC Ha aopTHMA pa3mep; BAV = 6uKycnuaHa aopTHa knana; CHD = BpopeHa cbppeyHa mandopma-
uns; EF = dpakuma Ha nstnacksaHe; HTAD = HacnefcTBeHa 6onect Ha TopaKkanHata aopTa; LV = nAaBa kamepa/neBokamepeH/a/o/u;
mWHO = moandunumpanmn nokasatenu Ha C30; NYHA = Hio-Vlopkcka cbpaeuHa acoumnauus; RV = gacHa kamepa/nesokamepeH/a/o/u;

TOF = tetpanorus Ha Fallot.

2 BpeMeHHOCT TpaAbBa KaTeropnyHo Aa ce n3bArea NPU KeHU C Te3U CbCTOAHUS.
Moaundukauma no Npenopbku Ha ESC 2018 3a noBeaeHre NpU CbpAeYHOCHAO0BY 3a60M1ABaHMA MO Bpeme Ha 6pemMeHHOCT.*

ce UMa nNpenBua anTepHaTMBaTa 3a eCTeCTBeH UUKbA in vitro
depTunmzauums.

Ta6nuuya 11:  YectoTa Ha peumanBuTe MpU pasanyHU
BpoAeHU cbpaeyHu mandopmauum cno-
pep nona Ha 3acerHaTusa poaurten?®

YecToTa Ha peumnansute (%)*
Kenn Mbxe

ASD 4-6 1,5-3,5

VSD 6-10 2-3,5

AVSD 11.5-14 1-4,5

PDA 3.5-4 2-2,5

CoA 4-6.5 2-3,5

Marfan/HTAD 50°

LVOTO 8-18 3-4

RVOTO (PS) 4-6.5 2-35

CuHppom Ha Eisenmenger 6 NR

TOF 2-2.5 15

MynmoHanHa atpe3na/VSD NR NR

TGA P

CcTGA 3-5P

UVH (HLHS) 21°

ASD = mexpynpeacbpaeH aedekt; AVSD = aTproBeHTPUKYNapeH cenTa-
neH pedekTt; ccTGA = BpofeHa KopurupaHa TpaHCNU3nLMA Ha ronemute
cbpoBe; CHD = BpoaeHa cbpaeuHa mandopmauns; CoA = KoapKTaums
Ha aopTata; HLHS = cnHppom Ha xunonnactuyHo naso cbpue; HTAD =
HacnepAcTBeHa 6onect Ha TopakanHata aopta; LVOTO = obcTpyKumua Ha
nesokamepHus nsxopeH TpakT; NR = He e goknapBaH/a/o/v; PDA = nep-
cucTUpaly AyKTyc aptepuosyc; PS = nynmoHanHa cteHo3a; RVOTO = 06-
CTPYKUMA Ha AecHoKamepHUA n3xofeH TpakT; TGA = TpaHCNo3uuyma Ha
ronemute aptepuu; TOF = TeTpanorusa Ha Fallot; UVH = egHokamepHo
cbpue; VSD = mexpykamepeH aedekT.
* C M3K/OYeHre Ha cuHgpoMa Ha Marfan, npoueHTUTe ce npunarart 3a
nauneHTn C U30ANPaHN CbPAEYHMN Ne3nu, MPU KOUTO ca U3KITIoYeHN 13-
BECTHW reHeTUYHWU/CMHAPOMHM 06pa3yBaHus.
2 Mogudukauus no Pierpont et al.'!

MonoBo cneynPpryHN JaHHW He Ca HaNMYHW U CbOTBETCTBALYM.

CeKCyanHOCTTa € BaXeH e/IeMEeHT Ha KauyeCTBOTO Ha XW-
BOTa. MasfkoTo HajMyHW LaHHWU Npeanonarat, ye ceKcyasnHa-
Ta GYHKUMA € NPOo6aeM KaKTO MPu KeHW, Taka 1 Npu MbXe, 1
Tpabea aa ce o6¢cbxaa no vecro.'>?

3.5.7.2. [eHemuy4HU KOHCYIMAyuu U NO8MApAu4U ce puckose
[eHEeTUYHOTO KOHCyNnTMpaHe, AOMbAHEHO WAW He C AONbI-
HUTENIHN TeHeTUYHN TecToBe, TpAGBA Hal-manko fa 6bae
B3eTo npepsua npu Bcekn ACHD nauueHT. HamupaHeTo Ha
reHeTUYHN aHOMaNuM MoXe Aa 6bJe BaKHO 3a KOHKPEeTHUA
NOAXO4 KbM NauMeHTa U € OYEBUAHO BaXKeH U 3a CEMeNHO-
TO nnaHupaHe. N3uucneHo ce, ye 10-30% OT BCUYKN CTPYK-
TypHn BCM 6uxa umanu reHeTnyHa ocHoBa. Ta3n yectoTa e
No-BMCOKA B C/lyYanTe Ha CbMbTCTBALLM OPraHHN HapyLweHna
1 GaMUAHOCT 1 NO-HUCKa Npu usonupaHu cnydaum. C 6vp3na
TEXHMYECKM NPOrpec U Bb3MOXHOCTUTE 33 FEHETUYHO TecT-
BaHe, HaleXXAHOCTTa Ha Te3U TecToBe ce nofobpsaBa fAonbi-
HUTenHo. EcTecTBeHO, reHeTMYHaTa KOHCYNTauua Npu BCeKM
nayumeHT TpAbBa fa 6bae MyNnTUANCUUNIMHAPHA, C UHTErpu-
paHe Ha HeobXxoAMMUTE KAMHWYHW JaHHW U afleKBaTHa WH-
TepnpeTauna Ha HAMepeHUTe reHeTUYHM BapuaHTh. Hackopo
6ewe Ny6nnKyBaH Noapo6eH KOHCEHCYCEH IOKYMEHT MO TO3U
BBMPOC, KOVTO NpeAoCTaBA aNropuTbM 3a reHeTUYHO TecTBa-
He 1 npernef Ha OCHOBHUTE CMHAPOMU, KOUTO TpsibBa Aa ce
pasrnepar.'4?

EAvH OoT BaKHMTE N cneyndryHM acneKkTn Ha FeHEeTUYHO-
TO KOHCYNTMpPaHe e oueHKaTa Ha pUcCKa OT peuunanBun, Koa-
TO Ce Hy)XJae OT BHMMaHMe KakTo Mpu MbXKeTe, Taka 1 npu
XeHunTte. YectoTaTta Ha peuungmsu Ha BCM npn notomctBo-
TO Bapupa oT 2-50% n e No-BMCOKa Npu 3acerHaTmTe XeHu,
OTKOJIKOTO Npu MbxeTe. Hall-BMCOKM pUCKOBe OT peuuauns
ce OTKPUBAT NPU MOHOTEHHW HapyLWeHUA N/MAn XPOMO30M-
HU aHoManuu kato Marfan, Noonan, cuHgpom Ha geneuus
22911 n cuHppom Ha Holt-Oram. Cpep nauneHTuTe C n30-
nupaHa, HecemenHa CHD, yecTtoTata Ha peungnsuTe Bapu-
pa ot 1-21%,'"" cnopep ocHoBHata nesus. B Ta6auya 11 e
npepctaBeH obuw npernea. ®eTtanHa exokapanorpadua npu
3acerHatu ABOWNKKU ce npenopbyBa npes 19-22 cegmuum Ha
6peMeHHOCTTa U MOXe [la Ce HanpaBu paHo, ole Ha 15-16
recTayMoHHa cegmmua.
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4. CneundunyHn nesnn

4.1. MexpaynpectbpaeH aepeKT n aHoman-
HO BNIIBaHe Ha 6enogpo6Hn BeHn

4.1.1. BbBepgeHue 1 0oCHOBHa UHpopMaLuAa

ASD MoXe fa ocTaHe HeguarHOCTULMpPaH 4o 3pana Bb3pacT. Bu-

nosete ASD BKntouBar:

« CekyHpym ASD (80% oT cnyyaunTe; floKkanusmpaH B obnactra
Ha fossa ovalis v paiioHa oKono Hes).

«  [lpumym ASD [(15%; cmHOHUMU: YacTnyeH AV cenTaneH fge-
deKkT [aTproBeHTpuKynapeH centaneH pedekt (AVSD) c
KOMyHMKaLMA camoO Ha MPeACcbpAHO HMBO], YacTmyeH AV
KaHan; nokanusunpax 61130 4o CbpAeYHMA KPbCT, TUMNYHA
mandopmauma Ha AV Knanu, pe3ynTtaTtbT OT KOATO ca pas-
JINYHU CTEMEHMN Ha peryprutauus (BuxTe paszoesn 4.3)].

« TopeH cuHyc BeHO3YC (sinus venosus) aedekT [5%; nokanusu-
paH 651130 [0 BIMBaHETO Ha FropHa npasHa BeHa (SVC), cBbp-
3aH C YaCTMYHO UMM TOTASIHO aHOMAsHO BAMBAHE Ha AeCHU
6enoppo6bHu BeHn ¢ SVC/RA].

« [oneH cnHyc BeHo3yc fedekT [<1%; nokanusmpaH 651130 fo
ycTneTo Ha gonHa npasHa (IVC)].

+  KopoHapeH cuHyc 6e3 nokpus [<1%; oTAeNAHeTo OT NABOTO
npeacbpamne (LA) moxe ga 6bhe YaCTUYHO WY MBAHO, UK
0a nncea HanbJIHo].

CBbp3aHuUTe ne3ny BKAYBAT aHOMasIHO BAMBaHe Ha 6eno-
OpOo6HY BeHU, nepcrcTrpalla nasa SVC, ctTeHo3a Ha NynMoHan-
HaTa Knana v nponanc Ha MMTpanHaTta Knana. Mexxgynpeacbpa-
HUTe pedekTn ca Hali-yecTuTe Npuapyxasawy gedekTn npu
aHomanuA Ha Ebstein (BuXTe paszden 4.9). PeweHunaTta 3a neve-
HMe ca NO-CNOXHW Npw nocnegHaTa kKombuHauma. Hactoawmat
pa3gen ce 3aHMmaBa ¢ nsonmpanH ASD.

O6embT (BeiMuMHaTa) Ha WbHTa 3aBUCK OT KOMMasaHca Ha
RV/LV, pa3mepa Ha pedekta u HanaraHeTo LA/RA. Mpoct ASD
Boaun po Jlaso-feceH (L-R) WbHT, nopagmn No-BUCOKUA KOMMNa-
AHC Ha RV B cpaBHeHwMe € LV (CbOTBETHUAT WHHT € KaTo LASo C
pa3mepu Ha gedpekTta =10 mm) 1 NPUUYNHSBA ASCHOKAMEPHO 06-
emMHO obpeMeHsBaHe 1 6enogpobHa cBpbXUMPKynauus. Pegyk-
umaTa Ha LV KomnnamaHc nnm BCAKO CbCTOAHME C MOBYMLIABaHe
Ha LA HandAraHe (XMnepToHMsA, MCXEMUYHA 6ONIECT Ha CbPLETO,
KapavoMuonaTtusa, aopTHa U MUTPanHa KnamnHa 6onect) nosu-
waga L-R wbHT. B pesyntaT Ha TOBa, xemoAMHaMMyHaTa 3Hauu-
MocT Ha ASD moxe fla HapacTHe ¢ Bb3pacTTa. HamaneHunat RV
KomnnaaHc (nynMoHanHa cteHosa, PAH, gpyra RV 6onecr) unu
6onect Ha TV Moxe da Hamanu L-R WbHT nnn eBeHTyanHo Aa
NprvyYnHM 06pbLIaHE Ha WbHHTA, KOETO Ce U3ABABA C LiMaHo3a.

4.1.2. KnvuHnNYHa n3siBa n ecteCcTBeHa eBoNOLNA

MauueHTUTe YecTo OCTaBaT 6€3CMMMTOMHMW A0 3pAa Bb3pacT.
Bce nak, MHO3MHCTBOTO pa3BMUBaT CUMMTOMM NPeAUN YeTBbpTaTa
feKapaa, BKIUYUTENTHO HamaneH GyHKLUMOHaNeH KanaumTeT, Anc-
nHes Npw ycunue n cbpuebreHe (HapkamepHa TaxmapuTMua) n
no-psako 6enoapobHn nHbEKUMN 1 JecHoKaMepHa HepocTa-
TbyHOCT. OYakBaHaTa NPEXMBAEMOCT KaTo LANO € HamaneHa,
HO MpPeXNBAEMOCTTa € MHOro no-gobpa oT oyakBaHaTa B MU-
Hanoto.'*? PAP moxe aa 6bae HOpMasHO, HO 06MKHOBEHO Hapa-
CTBa C Bb3pacTtTa. Bbnpeku Bcnuko, Texxkata PVD e mHoro pagka
(<5%); pa3BMTMETO 1 NO NPe3yMnuKMsa U3NCKBa Apyru bakTopu u
pasBuTHeTo Ha 6onectTa e NogobHO Ha ugnonaTnyHarta PAH. 48
C HanpepgBaHe Ha Bb3pacTTa U C noBuwasaHeTo Ha PAP, Taxma-
puUTMUMTE CTaBaT NO-4ecTm (MpeacbpaHo TpenTteHe, AF)."3 Cnc-

TemMHa embonusa moxe Aa 6bAe NpUUMHEHa OT MapajoKcasHa
embonus (pagko) unu AF n npeacbphHo TpenTeHe.

4.1.3. WsrpaxpaHe Ha AnarHosarta

BukTte pazoen 3.3 3a 06LWMTE NPUHLUNN.

KniouoBunTe KNMHUYHWU HaxoAKM BKNOYBAT GUKCMpPAHO pas-
[BOfABaHe Ha BTOPUA CbpAeyeH TOH U CUCTOMEH LYM Ha W3-
roHBaHe oT yBenuuyeH 6enogpobeH KpbBoTOK. TunMyHata ECG
nokKasBa HenbieH feceH 6eapeH 6510K 1 AACHO OTKNOHEHa enekK-
Tpuyecka oc (NABO OTKJIOHEHUE Ha efleKTpryecKaTa oC Npu Yac-
TuyeH AVSD). MNosuweHnAaT 6enogpobeH CbAoB PUCYHBK Mpun
peHTreHorpadus Ha rpbAHUA KOLL YeCTo ce npeHebpersa.

« Exokapavorpadusata e nbpBocTeneHeH ANArHOCTUYEH Me-
TO4, OCUrypsABaLl AMarHo3a M KonmyectBeHa oueHka. O6-
eMHOo obpemeHsaBaHe Ha RV, KoeTo moxe Aa 6bae nbpBaTta
HeouakBaHa HaxofKa NPW MaUUeHTV C HeanarHoCTULMpPaH
npeau Toa ASD, e KniouoBa HaxofKa 1 XxapakTepu3npa Hal-
pobpe xemoArHaMUYHaTa 3HaYMMOCT Ha AedekTa (3a npeg-
nounTaHe npef CbOTHOLWEHNETO Ha WbHTa). CUHYC BEHO3YC
pedekTnTe no npuHumMn nnckeat TOE 3a TouHa AnarHocTu-
ka (CMR/CCT ca anTepHaTtuBa 1 NpeBb3xXoxAaaT B Clyyan Ha
fedekTn TMn poneH cmHyc BeHo3yc). TOE e cbLyo Heobxoau-
Ma 3a TOYHa OLleHKa Ha ceKyHayMm fedekTu npean 3aTeapa-
He C YCTPOWCTBO, KOATO TpAbOBa Aa BKJOUBA Opa3mepsBaHe,
npocneasBaHe Ha MopdonornaTa Ha OCTaTbUYHMA CENTYM,
pa3mepuTe U KauyecTBaTa Ha pbbOoBeTe, M3KMOUYBaHE Ha
JOMbAHUTENHN AedeKTV 1N NOTBbpXKAaBaHe Ha HOPManHO
BNMBaHe Ha 6enoppobeute BeHn. 3D exokapauorpaduaTta
ocurypsBa Br3yanumsauma Ha Mopdonoruata Ha ASD. ipyra
KnoyoBa UHGopmauua, koAaTo TpAbBa da 6bae ocurypeHa,
Bknousa PAP n TpukycnuganHa peryprutauua (TR).

+  CMR ce n3uckBa pagKo, Ho Moxe Aa 6bae nonesHa 3a oLeH-
Ka Ha RV o6eMHO o6pemeHsABaHe, naeHTUGMKaLmA Ha JoneH
CUHYC BeHO3ycC AedeKT, n3umcnaBaHe Ha OTHoleHneTo be-
noppobeH Kbm cucTeMeH KpbBOTOK (Qp:Qs), U oueHKa Ha
6enoapobHMA BEHO3€eH ApeHa) (kaTo anTepHaTMBa Ha no-
cnefHoTo, MoXe aa ce nsnonssa CCT).

«  CbppeyHa KaTeTepm3aLua e Heobxoauma B CJlyyal Ha HeUH-
Ba3nBHM Mpu3Hauu 3a nosuweHo Ha PAP (M3uncneHo cuc-
TonHo PAP >40 mmHg nnn nHgnpekTHN npusHaum, Korato
PAP He MoXe fla 6bfe n3uncneHo) 3a onpegensaHe Ha PVR.

« PaboteH TecT TpAbBa ga 6bAe M3BBPLUEH NPY NALMEHTN C
PAH c uen nskniouBaHe Ha gecatypauums.

4.1.4. XupypruvyHo/KaTeTbpHO MHTEPBEHLNOHANHO
neyeHune

Moka3aHuATa 3a MHTEPBeHUMA ca pes3loMupaHu B TabnuuaTta
lpenopwsku 3a uHMepseHYUA npu Oehekm Ha mex0ynpedcsPOHa-
ma npezpada (8podeH u ocmameyeH) 1 BbB Quaypa 2.

XvpypruyHaTta Kopekuma nma HUcKa CMbPTHOCT (<1% npu
naumneHTn 6e3 3HauMmMa KOMOPOUAHOCT) 1 fOO6DBP AbJIrOCPOUEH
KNMHWYEH U3X0f, KOraTo ce M3BbPLUM paHo (AeTCTBO, oHoLWe-
CTBO) 1 MPW OTCbCTBUE Ha BX.144145

Makap ue xuMpypruyHaTa KopeKkuusa mMmoxe Aa 6bae n3Bbp-
LeHa C MHOFO HUCBK PUCK, JOPU 1 NPU MO-Bb3PACTHUTE, KO-
MOPOMAHOCTU, KOUTO MOFaT Aa NOBAMAAT Ha ONepPaTUBHUA PUCK
TpAbBa fAa 6baaT B3eTV NpeaBud v cnef ToBa PUCKBLT Aa 6bae
CbnocTaBeH C MoTeHUManHaTta nonsa. 3aTBapsHETO C YCTPoOii-
CTBO € CTaHasio MeToA Ha NbpBuM N360p 3a 3aTBapPAHE Ha CEKYH-
AyM fedeKT, KoraTo e Bb3MOXHO, Ha 6a3aTa Ha mopdornoruaTta
(BKNOYBA pasTerHaTt gnameTbp <38 mm 1 JocTaTbyHU pbboBe
OT 5 mm, ocBeH KbM aopTata). TakbB e cnyyaaT npu ~80% oT
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MpenopbKn 3a MHTepBeHUNA MPU MeXAynpeacbpAeH
AedeKT (BpoaeH N octaTbueH)

Mpenopbkn Knac?® Hueo®

Mpu nauveHTn ¢ gokasaTtencrsa 3a RV obemHO 06-
pemeHaBaHe® 1 6e3 PAH (mMncBaT HeMHBa3MBHU
npu3Hauy 3a nosuwwaBaHe Ha PAP wnu nHBa3nBHO
notebpxAasBaHe Ha PVR <3 WU B ciiyuan Ha Takua
npu3Hauw) unu LV 3abonsasaHe, ce npenopbysa 3aTea-
pAHe Ha ASD, He3aBMCMO OT cumnTomartukara. 46147

KaTo meTop Ha n360p ce npenopbyBa yCTPOCTBO 3a
3aTBapAHe Ha ceKyHaym ASD, Korato e TexHn4eckmn 1 C
NoAXOAALLO.

Mpn No-Bb3PaCTHN MaALMEHTH, HEMOAXOAALM 32
3aTBapsAHe C YCTPOIICTBO, Ce MpenopbyBa BHUMA-
TefIHa OLEHKa Ha pucka CNpAMO MoTeHLManHata
nonsa ot 3aTBapaHe Ha ASD.

Mpy NaymeHT ¢ HeMHBA3UBHW MPU3HALM Ha Mo-
KauBaHe Ha PAP e 3agbmkutenHo MHBA3NBHO W3- | C
mepBaHe Ha PVR.

Mpu nauymeHT cbc 3abonsBaHe Ha LV ce npeno-

pbuBa Aa ce U3BbPLLIM U3CNefBaHe ¢ 6anoHHa OK-

ny3vA U BHUMATENHO M3MepBaHEe Ha mossarta oT

ennMnHMpaHe Ha L-R WbHT cnpamo noTteHumanHo-

TO HeraTBHO Bb3AeNCTBUe Npu 3aTBapsAHe Ha ASD 1 C
BbPXY KNVHUYHWA 13XO[, NOPaAU NoBMLLaBaHETO

Ha HafAraHeTo Ha MbJIHEHe (Aa ce B3emMaT NpeaBua

13BbpPLUBaHE Ha 3aTBapsAHe, peHecTpupaHo 3aTea-

pAiHe 1 He3aTBapsAHe).

Mpy naumMeHTN CbC CbMHEHWE 3a napajoKcaneH

embonun3bm (M3KNOYBaHE Ha APYrU NPUYUHM),

TpAbBa Aa ce nma npeasup 3aTBapsaHe Ha ASD, He- IE] C
3aBMCMMO OT pa3mepa, Npv MONIoXKeHne Ye nunc-

BaT PAH n L-V 6onecT.

Mpu naynenTn ¢ PVR 3-5 WU, TpabBa ga ce nma
npepasua 3aTBapaHe Ha ASD, KoraTo e Hanumue 3Ha- lla C
unm L-R wbHTt (Qp:Qs >1.5).

Mpwu naumenTn c PVR >5 WU moxe pa ce nma npeg-
BUJ 3aTBapAHe C peHeCcTPUpPaHO YCTPONCTBO, ako

PVR cnagHe nop 5 WU cnep TapreTHo neyeHue Ha = e
PAH 1 e Hanuue 3Haumm L-R wbHT (Qp:Qs >1.5).

3atBapsHe Ha ASD He ce npenopbyBa Npu NauymeH-

T ¢ dpusmnonorus Ha Eisenmenger, naymeHtn c PAH m c

n PVR =5 WU, Bbnpekun TapretHo neyeHne Ha PAH

UK gecatypayms npu Gusnyecko HaTOBapBaHe.d

ASD = mexpynpeacbpaeH aedekT; L-R = naBo-gecen; LV = naBa kamepa/
BEHTpUKynapeH/a/o/v; PAH = nynmoHanHa aptepuanHa xuneptoHus; PAP =
nyNIMOHasHO apTepuanHo HanaraHe; PVR = nysIMOHanHO CbA0BO CbNPOTH-
BneHue; Qp:Qs = OTHOLIEHWEe NYNIMOHANIEH KbM CUCTEMEH KPbBOTOK; RV =
IAcHa Kamepa/kamepeH/a/o/v; WU = egunHuum no Wood.

2 Knac Ha npenopbKuTe.

b Hugo Ha [0Ka3aTesICTBEHOCT.

€ RV gunartauyis ¢ noBuLLEH yaapeH obem.

4 Hannunure [aHHM 33 TOYHA MPaHMLA Ca OrPAHUYEHN, HO OT KIMHUYEH
onuT, Te MoraT fja 6bAaT AafeHn Npu cnajaHe Ha apTepuranHaTta KUCnopoa-
Ha caTypauuna <90%.

nauuneHTuTe. Makap ye He MOXe Ja Ce Mpueme KaTo HyneBa,
HAKOJIKO CKOPOLLHY NPOYyYBaHUA He CbOOLaBaT 3a CMbPTHOCT.
Cepro3HY YCNIOXKHEHUs ca bunu HabniogaBaHu npu <1% ot na-
unenTnTe.*814  MpencbpaHuTe TaxmapuTMUKM, HaCTbMBaLN
paHO Cnef HTEPBEHUNWSA, Ca Hal-4ecTo nNpexoaHu. Epo3usTa Ha
npeacbphHaTta CTeHa, NPeAHOTO MUTPAHO MIATHO WK aopTa-
Ta, KaKTO 1 TPOMBOEMOONMUYHNTE CbOUTUSA, Ce CpeLlaT MHOro
panko.”%'5" AuTmarperaHTHa Tepanusa e Heo6xoauma Haii-man-
Ko 6 Mmecela (MUHUMYM 75 mg acnupuH gHeBHO). [ToTeHumnanHa-

Ta NosBa Ha KbCHU apUTMUM UK HEGNArONPUATHU UHLUMAEHTY
BCE OLle Ce HyXAaAT oT npoyysaHe. MNpoyyBaHUATa, CpaBHABA-
WM XMPYPrUa C KaTeTbpHa MHTepBeHUMA, cbobLiaBaT 3a cpoa-
Ha YecToTa Ha ycnex M CMbPTHOCT, HO 3abonseMocTTa e 6una
NMo-HUCKA, a GONMHNYHUAT NPEeCTON MO-KpaTbK MpK KaTeTbpHa
WNHTEPBEHUNMA, AOKATO YecToTaTa Ha pevHTepBEHUUNTE ManKo
no-Brcoka.'481>2

KAMHWYHMAT n3xop e Hal-gobbp BbB Bb3pacT <25 roau-
HW.1441%5 3atBapAHeTo Ha ASD c1ed 40 200UWIHA 8B3PACM N3TNIEX-
[la He NoBNMABa YecToTaTa Ha pa3BUTME Ha apUTMKA MO Bpeme
Ha npocnegasaHe.'*153 3abonsemocTTa Ha NaumeHTa obaue ce
nopobpsABa Npu 3aTBapsAHe BbB BCAKA Bb3pacT (paboTeH Kana-
LuTeT, 3aAYyX, AACHa CbpAeYHa He0CTaTbUYHOCT), 0cobeHO Kora-
TO MOXe f1a 6b/le HanNpPaBeH C KaTeTbpHa UHTEpBeHL KA. 46153

Mpy naumeHTn ¢ HapylweHa LV ¢yHKuma (cuctonHa u anac-
TOJHa), 3aTBapAHeTO Ha ASD Moxe fia BNoLWW CbpAeyHaTa Hefjoc-
TaTbUHOCT. Te3n NaymeHTV TpAbBa Aa 6bAAT OLEeHEeHN BHUMAaTEN-
HO 1 MOXKe [la Ce HYXaAT OT NPENHTEPBEHUMOHANHO TECTYBaHe
(6anoHHa okny3uA C NOBTOPHa OLeHKa Ha XeMoAMHaMu1KaTa), 3a
fa ce B3eMe pelleHne MexAay MbiHa oKny3us, deHecTprpaHa
OKNy3MA UM HAKaKBa OKNy3Ks, KaTo ce B3eme NpefBuA Ye NoBu-
LlaBaHe Ha HanAraHeTo Ha NbJHeHe, Nopaan 3aTBapaHe Ha ASD,
MOe Aia BIOLWM CUMITOMUTE U KNNHNYHKA n3xoa.'>*

MauneHTn c PH Tpsibea aa 6baaT oueHABaHM C 0COGEHO BHU-
MaHwue. Mi3uncnermeto Ha PVR e 3apgbmxuntenHo. Mpn nayneHtn
¢ PVR <5WU e nokasaHo, ye 3aTBapAHeTo Ha ASD e 6e3onacHo u
CBbP3aHoO C HamanaBaHe Ha PAP 1 nogobpsaBaHe Ha CUMNTOMU-
1€.50153155 OBaue naxe 1 B Ta3u rpyna nogobpeHMeTo HamanABsa
c nosuwasaHe Ha PAP. MauuveHtn c PVR =5 WU e manko Bepo-
ATHO Aa ce nopo6pat®® 1 e Bb3MOXKHO Aa MMaT Aopu No-ioLu
KJIMHMYEH U3X0[, NPY MbJIHO 3aTBapaHe Ha ASD.*8'%6 Bazopeak-
TUBHWTE TECTOBE He ce NMpenopbyBaT, KoraTo ce B3eMa pelue-
Hue panu ga 3ateopum ASD npu nauymeHtn ¢ PVR =5 WU. lMo-
6e3onacHo n3rnexpaa fa ce nekyBa PAH, xemogmHamukata ga ce
OLEHV NOBTOPHO NO BPEME Ha NPOCieaABaHETO N CaMO KoraTo
PVR cnapgHe nog 5WU npwu Hannume Ha 3Haumm L-R wbHT ga ce
npegnpueme 3atBapsHe. AKO C/lyyadAT He e TaKbB, 3aTBapAHETO
Ha ASD Tpsab6Ba fa ce nsberHe.

Mpw naumeHTn c npeacbpaHo TpenteHe/AF Tpabea pa ce
Uma npeaBua Kpuo- Unu pagrmodpekBeHTHa abnauuma (Moau-
duumpaHa meli3 npoueaypa) No Bpeme Ha onepauuATa. 3aTBa-
PAHETO C YCTPONCTBO MOXe AAa OrpaHnym goctbna go LA 3a no-
KbcHU EP nHTepseHymn.

Mpun nauneHTn B HanpegHana Bb3pacT ¢ ASDs, Henopaxo-
AAWM 33 3aTBapAHe C yCTPONCTBO, UHANBUAYASTHUAT XMpPYpP-
rMyeH PUCK AbJKaly ce Ha KoMopbuaHocTh Tpabea Aa 6bae
BHMMaTEJIHO CbMNOCTaBEH C €BeHTyanHUTe Non3u oT 3aTBapa-
He Ha ASD.

4.1.5. CneuyndunyHM acneKTy Npv N30ANPaHO
QHOMaJIHO BIMBaHe Ha 6enoapo6HMTE BeHN

AHoManHoTo BnvMBaHe Ha 6enopapobHNTE BEHW He ce cpela
camo npu Komb6uHauma ¢ ASD (TMNWYHO MPU CMHYC BEHO3YC
fedekTn), HO MoXxe cblo Aa 6bvae nsonnpaHo. Tosa Boau [O
o6eMHO obpemeHABaHe Ha AACHOTO Cbpue ¢ GM3noNormyeH
edekT nogobeH Ha To3n npu ASD, HO KoraTo e U3onmnpaHo ce
pa3fnnyaBa no ToBa, Ye HAMa NoTeHuMan 3a R-L WbHT, a Bennum-
HaTa Ha L-R WHHT He ce BNiowaaa oT pa3BUTMETO Ha Npugobuta
neBokamepHa 6onect. Haili-uecta e Bpb3KkaTa MeXAay AAcHaTa
ropHa 6enogpo6bHa BeHa ¢ SVC. [lpyrn abHOPMHW KOMYHMKa-
UMM BKIOYBAT AACHa/M 6enoppobHa BeHa/u ¢ IVC (,ATaraHHa
BeHa", KoeTo MoXe fla 6bAaT cBbpP3aHO CbC CeKBeCTpaLua Ha
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MoBeaeHvie Npu MexxaynpeacbpaeH gedext
v

( RV 06emHo obpemeHsBaHe?? )
He Ha
v
| CbMHeHVe 3a napagoKkcaneH em60nmMsbm? |
I I
He Ha
v \ 4
He ce 3atBaps 3atBapsHeb
lla
[ lNynmoHanHa aptepuanHa xunepTtoHusa (PVR =3 UW)? ]
T T
He Oa
v v
( JIK (LV) 60nect? PVR <5 WU 1 Qp:Qs >1.5 )
He Ha He Ha
v v 4
3aTBapsaHec Mpoba c 6anoH — npeTernaHe 3aTBapsHe
Ha NoN3uTe CNPAMO pUCka OT
* 3aTBapsAHe Npeau B3eMaHe lla
Ha pellieHmed
( PVR crnaga nog 5 WU cnep neueHue 3a PAH 1 Qp:Qs >1.5 )
He Ha
v v

bes3 3aTBaiFI He

3aTBapsHe ¢ deHecTpauua
llb

Qurypa2: [loBegeHue Npu MeXXAynpeacbpaeH aedexT.

ASD = mexgynpeacbpaeH gedekt; L-R = naBo-peceH; LV = naBa kamepa/nesokamepeH/a/o/w; PAH = nynmoHanHa aptepuanHa
xuneptoHus; PVR = nynmoHanHo cbfoBo cbnpoTtueieHne;Qp:Qs= oTHOLWEeHME NysIMOHaIeH KbM CUCTEMEH KPbBOTOK; RV= gAac-

Ha Kamepa/pecHokamepeH/a/o/vi;WU= Wood eanHuum.
@ RV gunartauua C yBenmyeH yaapeH obem.
b Mpu ycnosue, ye Hama PAH nnv 3a6onssaHe Ha LV.

¢pu Bb3paCTHM MaLMEHTU, HEMOAXOAALLY 33 3aTBAPSIHE C YCTPOMCTBO, BHUMATE/HO NPeTerfisiHe Ha p1CKa OT onepauus crnps-

MO MOTeHLnanHaTa nonsa ot 3atBapsaHe Ha ASD.

d BHMMaTenHo npeTernaHe Ha Noa3aTa oT eNMMUHMPaHe Ha L-R cCnpsAMO NOTEHLMANHOTO HEraTUBHO OTPAXKEHME Ha 3aTBapAHETO
Ha ASD Bbpxy 13x0fa, Nopasy NMoBULLIEHME HA HaNAraHeTo Ha MbiHeHe (M36op mexay 3aTBapsHe, peHecTprpaHo 3aTBapsaHe

nnum oTkas oT SaTBapﬂHe).

[eCHUA JoneH Aan), NaBa ropHa 6enonpo6bHa BeHa/v fo nsBaTa
6e31MMeHHa BeHa U AsicHa ropHa 6enogpo6bHa BeHa/n cBbp3Ba-
wa ce Bucoko ¢ SVC. IbnrocpoyHnTe nocnencTenA Ha aHomar-
HOTO BNMBaHe Ha 6enoapo6HUTE BEHW OTpasaBa BIMAHUETO
Ha AACHOKaMepHOTO 06eMHO obpemMeHsABaHe 1 ca Nofo6HM Ha
nocnencteuaTa ot ASDs.

XvpypruyHaTa KopeKkumsa moxe aa 6bae npeansBrKaTesHa,
TbI KaTO HUCKOCKOPOCTHUAT BEHO3eH KPbBOTOK Cb3[aBa puUcK
OT TpoMb603a BbpXy XMPYPruyHO onepupaHaTta BeHa, 0cobeHO
npu CMHAPOM Ha ,ATaraHa"; Ta TpAbBa Aa 6bae HanpaBeHa OT
Kapavoxupypr no spofexu Manpopmauuu.

MNMoka3aHuATa 3a onepauusa cnepsaTt NPUHUUNWTE Ha npe-
nopbKuTe 3a 3aTBapsAHe Ha ASD, HO TexHMYecKaTa Bb3MOKHOCT
3a 3aTBapsAHe 1 onepaTUBHUAT PUCK TpAGBa Aa 6bAaT C NoTeH-
umnanHaTta nonsa oT UHTepBeHUMATa. HeobnyainHo e aHOMasHO
B/IMBAHe Ha efjHa 6enoapo6bHa BeHa OT camo efuH 6enoapober
AN aa fjosefe [0 3HaYMMo 06eMHO obpemMeHsABaHe 3a fia onpa-
BAAE XMpPYpruyHa Kopekums.

4.1.6. [lpenopbKu 3a npocneasaBaHe

MpocnepsBaHeTo TpsA6GBa Aa BK/OYBA OLIEHKA Ha OCTaTbyeH
WHHT, RV pasmep u ¢pyHKums, TR n PAP c exokapauorpadua n
OLUeHKa 3a apuTMum nNo aHamHesa, EKI n camo npu nokasaHusa —
Xontep MoHuTOpupaHe. aumeHTn, KOpUrnpaHu Ha Bb3pacT
<25rofunHu 6e3 CbOTBETHM NOCNEACTBUA UKW OCTaTbUM (MUncBa
OCTaTbueH WbHT, HopManHo PAP, HopmanHa RV, 6e3 aputmun)
He ce HY)KAanAT OT PefoBHO NpocnefasaHe. Bce nak, naumeHTn
1 NNYHM NleKapu TpabBa aa 6baat MHGOPMMpPaHN 3a Bb3MOXKHO
HacTbMBaHe Ha TaXMapUTMUN.

MaureHTN ¢ ocTaTbyeH WHHT, nosuweHo PAP nnn aputmnmn
(Nnpean unn cnep Kopekuua) N KOpUrmpaHnTe B 3psasa Bb3pacTt
(ocobeHo >40 roanHu) Tpabea ga 6bAaT perynapHo npocnege-
HW, BKJTIOUYNTENTHO C oLeHKa B cneunanusnparn ACHD ueHTpoBe
(MHTepBanNUTe 3aBUCAT OT TEXKECTTA Ha OCTaTbYHUTE Npobnemn).
Cnep 3aTBapsHe C YCTPOWCTBO e pa3yMHO npocsieasaBaHe npes
NMbpBUTE 2 FOAUHW 1 Clief TOBA, B 3aBUCMMOCT OT pe3ynTaTute,
Ha Bceku 3-5 roguHun. KbcHUTe cnegonepaTmBHN apuTMnK crneg
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XUPYPruyHa KopeKkuma Ha Bb3pacT <40 roguHu ca no-4yecto
IART nnv npeacbpAHO TPENTEHE, KOUTO MOraT Aa 6baaTt neky-
BaHW yCrewHo ¢ paguodpekBeHuUs unm Kproabnaums. bes
KopeKkuma nnm c kopekuus cnep 40-rogumwHa Bb3pacTt, AF ctaBa
no-yecto. Mpy naumeHTn, KOUTO Ca MNOASIOKEHN Ha 3aTBapAHe
Ha ASD Ha Bb3pacT >40 rognHu, YyectoTaTta Ha NpeacbpaHUTE
aputMun goctura ao 40-60%. Joctbnbt fo LA moxe fa 6bae
orpaHuyeH cnep 3aTBapsAHe C yCTPOWCTBO.

CreHo3a Ha SVC moxe fa HaCcTbNu cnepf KoOpeKkuma Ha CUHYC
BEHO3YC fAedeKT, KaKTO U CTeHO3a Ha NpeHacoyeHuTe nysmo-
HaNHW BEHW.

4.1.7. [onbAHUTENHU CbOOGpaXkeHUs

+  du3nyecka aKTMBHOCT/CMOPT: HWKAKBWU OrpaHUYeHnsa npu
6e3CMMNTOMHY MauMeHTV Npean WAW chnep MHTepBeHuun,
6e3 PH, 3Hauumn aputmum, unu RV gucdyHKLms; orpaHuya-
BaHe O HUCKO VHTEH3MBHW pa3BneKaTesiHu CropToBe npu
nauneHTn c PAH (BuxTe pasodesn 3.5.5).

+  bBpemeHHOCT: HUCHK pUCK NpuW NaumneHTn 6e3 PH, makap ye
MOXe fla MMa MOBWLIEH PUCK OT Napokcu3maneH emb6onu-
3bM. NauneHTn c npekanunapHa PH Tpabea ga 6baaT cbeeT-
BaHW fa He 3abpemeHsBaT (BUXKTe pasoesn 3.5.7).

« TNpodunaktuka Ha IE: npenopbuBa ce 3a 6 mecela cnep 3a-
TBapsHe Ha aedekTa (BUXTe paszden 3.4.6).

4.2, MexpyKkamepeH gedpekTt

4.2.1. BbBepeHue N oCHOBHa MHpopmauuna

VSD ce gmarHocTMuMpa 1 — KoraTto MMa MHAWKauMn — nekyBa

npeawn 3psana Bb3pact. CNOHTaHHOTO 3aTBapsAHe e YecTo B AeT-

CKa Bb3pacT. JlokanmsaumaTta Ha fedekTnTe B MexayKamepHus

cenTym Moxke Aa 6bae pa3faeneHa Ha YeTupu rpynu, cnopep Tax-

HaTa nokanusauua B RV (HomeHknaTypata Bapmpa u nma goba-

BEHW CUHOHVMN):'>7

+  MNepumembpaHo3eH/napamembpaHo3eH/cybaopTeH/KOHO-
BEHTPUKynapeH (Hali-uect, ~80% ot VSDs; nokanusmpaH B
MeMOpPaHO3HMA CeNTYM C Bb3MOXHO pPa3npocTupaHe BbB
BXOfHaTa, TpabeKkynapHaTa Uu n3xoaHaTa nperpaga; B Cb-
CeACTBO C TPMKYCNuAanHa 1 aopTHa Kfana; Taka HapeyeHu-
Te aHeBpU3MKM Ha MembpaHo3HaTa nperpaga (T.e. TbKaH oT
cenTanHoTo NnaTHo Ha TV) ca yecTn u moraT Ja umar 3a pe-
3yNTaT YaCTUYHO WU MBJIHO 3aTBapsAHe).

+  Myckynen/TpabekynapeH (o 15-20%; HambaHO 3a06MKo-
NeH OT MYCKYn, Bapupaliy JoKanu3aummn, Yecto MHOXeCT-
BEH; CNOHTaHHO 3aTBapsAHe e 0cobeHo YecTo).

+ W3xopeH (cbc nnm 6e3 HepaBHOMEPHOCT Ha M3XOAHaTa npe-
rpaga) /cynpakpuctaneH/ cybaptepuaneH/ cybnynmoHaneH
/mHyHANGYnapeH/ KOHaneH/nBOMHO CBbpP3aH lKCTa-apTe-
puaneH [~5%; pa3nonoxeH Nof ceMuUyHapHUTE Knanw B KO-
HafHaTa Unu n3xXoAHaTa nperpaja; Moxe Aa 6bae cBbp3aH
C nporpecrpalya aoptHa peryprutauma (AR) nopagu npo-
nanc Ha JACHOTO aOpPTHO NIaTHO 1 aHeBPU3Ma Ha CMHYca Ha
Valsalval.

+  BxopeH/AV kaHan/AVSD Tun (BXop Ha KamepHaTa nperpa-
[a, HenocpeAcTBeHo nog AV KnanaHHWA anapat; cBbp3aH C
obuwa AV Knana; moxe Aa 6bae cbyueTaH C MananalMbHT Ha
AV centym 1 Bb3cagawa (straddling) TV; ce cpela TunmnyHo
npv Down cuHgpom).

YecTo uma eauH eanHCTBEH AedeKT, HO ce cpellaT U MHO-
xecTBeHU pgedekTn. VSD e Cblo M YecT KOMMOHEHT Ha KOM-
nnekcHW aHomanuu, kato TOF, TpaHCno3nuuA Ha ronemuTe ap-
Tepun (TGA) n BpoaeHa kopurnpaHa TGA (ccTGA). CnoHTaHHO

3aTBapsHe HacTbMBa FNaBHO MO BPEME Ha IETCTBOTO 1 € Heobu-
yalHo NP n3xoaHn fedekTn.'8

MocokaTa n ronemmnHaTta Ha WbHTa ce onpegenat ot PVR n
CUCTEMHOTO CHAOBO CHNPOTMBIEHME, pa3mepa Ha AedekTa, LV/
RV cnctonHa n guactonHa GyHKUMSA, U OT HANMYKMETO Ha 06CTPYK-
LMA Ha fecHoKamepHus usxoaeH TpakT (RVOTO) n o6cTpyKLma
Ha fleBOKamepHuA nsxoaeH Tpakt (LVOTO).

4.2.2. KnnHnyHa u3fAiBa N ecTeCTBeHa eBonoyns

O6u1YaiHNTE KIMHUYHY N3ABW NPU Bb3PaCTHU BKITIOYBAT:

« VSD onepwupaH B AeTcTBOTO, 6€3 oCTaTbyeH WHHT U fvnca
Ha PH.

+ VSD onepupaH B 4ETCTBOTO, C OCTaTby€eH WHHT. Pa3mepbT Ha
OCTaTbYHMA WHHT onpeaens cteneHTa Ha LV o6emHo obpe-
MeHABaHe 1 pa3BuTmeTo Ha bX.

+  Manbk VSD ¢ He3Hauum L-R wbHT, 6e3 LV 06eMHO 06peme-
HsABaHe unu PH (pecTpukTneeH VSD), KOMTO He e 61 06CbXK-
[aH 3a Xupyprusa B JeTCTBOTO.

+ VSD c L-R wbHT, PH (pa3nnyHu cteneHn), n pasnuyHn ctene-
HU Ha LV 06eMHO 06pemMeHsiBaHe (pAabK).

+ VSD c R-L woHT (Eisenmenger cuHgpom): ronam, HepecTpu-
KTrBeH, VSD nbpBOHavanHo ¢ ronam L-R WbHT 1 pa3sutme
Ha Texxka PVD, Bojely B KpaliHa cMeTKa [0 obpbliaHe Ha
WbHTa (UnMaHo3a; BUXKTe pasdenu 3.4.3 n 3.4.8).
lonAama vacTt oT nayneHTute ¢ VSD, KONTO e 6UA Hanbn-

HO 3aTBOpPEH B AeTcKa Bb3PacT (CMOHTAHHO UM XUPYPTUUYHO)

unu naumeHTn ¢ manku VSD, KOUTO unm HMKora He ca 6unu

onepupaHu, Uax ca MManu octatbueH gedeKkT crnep xupyp-
rMYHoO KopurupaHe 6e3 obemHo obpemeHABaHe Ha LV npwu

exokapauorpadusa, o6MKHOBEHO ocCTaBaT 6€3CMMNTOMHU U

He ce HYXAaAT OT AONbJIHUTENHA KopeKLua.'>® Bbnpeku ToBa,

Hen3BeCTeH NPOLEHT OT NaLMeHTUTe C ManbK ocTaTbueH VSD

pa3BuBaT NpobiiemMm No-KbcHO B XMBOTa.'® MpexuneaemocT-

Ta 40 roguHn cnep 3aTBapAHETO M3rnexiaa ocTaBa Malnko

MO-HKCKa, OTKONKOTO cpef obwara nonynauyma.'s! Hakonko

Bb3MOXHM Npobnema mMoraT Aa Bb3HWKHAT C HanpeABaHeTo

Ha Bb3pacTTa:

- BbB BpemeTo MoXe pa ce passue AByKyxumHHa RV (DCRV),
Hai-Beue Npu neprMmemMbpaHo3Hn fedeKTu, n MoXe Aa e pe-
3ynTaT OT ne3umATa oT CTpyATa (AxeTa) Bbpxy RV B pesyntat
Ha BMCOKOCKOPOCTEH KpbBOTOK Npe3 VSD.

+ B cnyuan Ha nsxopeH (cynpakpuctaneHr) VSD (no-pagko ne-
pumembpaHOo3eH), CbLUeCcTBYBa PUCK OT NPOanc Ha 4ACHOTO
(M1 HeKOPOHapPHO) NIaTHO Ha aopTHaTa Knana, BOAELO [0
nporpecupata AR 1 obpasyBaHe Ha aHeBpU3Ma Ha CUHYca
Ha Valsalva.

«  Morat Aa ce NoABAT apUTMKK, HO NO-PAJKO OTKONKOTO Npu
apyrn dopmm Ha CHD.'62

« [MbneH cbpaeyeH 6M0K — pAOBK B AHELIHO Bpeme — He e 6un
pPAABK B paHHUTE FOAMHM Ha CbpAeyHaTa Xupyprus, Taka
ye MOXe Aa HacTbnu, 0cobeHOo NpK NO-Bb3PaCTHY NaLUeH-
. Te3n naumeHT O6MKHOBEHO Ce HY»KAAAT OT AOXKMBOTHO
nencupaHe.

+  KbcHa LV gucoyHKuma n cbpaeyHa HegoCTaTbyHOCT.

+  Enpokapgur.

4.2.3. WsrpakpaHe Ha AnarHosara
BukTte pazoesn 3.3 3a 06LWM NPMHUMMNN.

CI'IeLWId)I/I‘-IHI/ITe KNMHNYHN HaXOo4KW BKMAKOYBAT XONMOCUCTO-
JIEH WYM BBPXY TPETO A0 YETBBPTO NABO MeXaypebpure 1 Moxe
[a ce yceTu NpeKkopAmnanHo TpenTeHe.

« ExokapguorpadunaTa e K/oyoBaTa ANarHoCTMUYHA TEXHUKA,

KOATO MO MPUHUMN OCUTypABa AMarHo3arta 1 AaBa OLeHKa
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Ha TeXecTTa Ha 3abonaBaHeTo. KnouoBy HaxodKu, KOUTO
TpAbBa fa ce OUeHsT, ca nokanusauus, 6poin n pasmep Ha
nedekTnTe, TexecT Ha LV 06eMHO obpemeHABaHE 1 OLEeH-
ka Ha PAP. Tpabsa fa ce HanpaBu npoBepkKa 3a AR, aobnxa-
LA ce Ha Nponanc Ha AACHOTO UM HEKOPOHAPHO MIBTHO,
0CO6EHO B C/lyyauTe € U3XOAHM (CynpakpucTanHmn) u BUCo-
K1 nepumembpaHo3Hm VSD. TpsabBa aa 6bAaT M3KNOYEHN
DCRV n aHeBpur3ma Ha cuHyc Valsalva.

«  CMR moxe fa noCny»Kn KaTto anTepHaTUBa, ako exoKap-
anorpaduraTa e HefocTaTbyHa, 0CO6EHO 3a OLeHKa Ha LV
06eMHO ob6pemMeHsABaHe U 3a KONMYECTBEHO onpefensHe
Ha WbHTa.

«  CobppeyHa KaTeTepur3aums e Heobxoauma B Clyyaii Ha HeuH-
Ba3MBHY Npu3HaLuu 3a nosuieHo PAP (M3uncneHo ccTonHo
PAP >40 mmHg nnu nHampeKTHN npusHaun, korato PAP He
MOXe f1a 6bAe oLeHeHo) 3a onpeaensaHe Ha PVR.

« PaboteH TecT TpAbBa fa ce U3BbPLWM Npy NauneHTn ¢ PAH,
3a Aia Ce V3KJIUM AecaTypaums.

4.2.4. XupypruyHo/KaTeTbpHO NHTEPBEHLNOHANHO
neyexHve

MpenopbKknTe 3a MHTEPBEHLUUA ca 0606LeHN B TabnumuaTa fpe-

nopwsKU 3a UHMep8eHYUA npu MexoykamepeH degpekm (HamuegeH

u ocmameyeH) 1 BbB Queypa 3.

MpenopbKn 3a MHTEpBEHUVA NMPN MeXAyKamepeH pe-
¢eKT (HaTBEH N ocTaTbueH)

Mpenopbku Knac®  Hueo®

Mpu naureHTn ¢ gaHHKM 3a LV 06eMHO obpemeHs-
BaHec u nunca Ha PAH (nunca Ha HenHBa3MBHU
npu3Haum 3a nokausaHe Ha PAP unn nHBasnBHO
notebpxaeHne Ha PVR <3WU B cnyuaii Ha TakmBa
npusHauwm), ce npenopbyBa 3aTBapsiHe Ha VSD, He-
3aBMCMMO OT CUMNTOMUTE.

Mpu naumeHTn 6€3 3HauMM L-R WHHT, HO C aHaMHe-
3a 3a NOBTOpPHM enu3oau Ha IE, Tpa6Ba aa ce ma lla C
npeasuA 3atBapsaHe Ha VSD.

Mpn naumeHTn cbc cBbp3aH ¢ VSD nponanc Ha
A0PTHO NNaTHO, NpuYMHABaLY nporpecupaia AR, lla C
TpAb6Ba fa ce MmMa NpeaBua XUpyprus.

Mpwv naumeHTw, KomTo ca passuaun PAH c PVR 3-5 WU,
TpA6Ba Aa ce ma npefBug 3aTBapsHe Ha VSD, Korato lla C
BCe OLLe e HanuLe 3HauumM L-R wbHT (Qp:Qs >1.5).

Mpu nauyneHTn, Kouto ca passunu PAH c PVR =5

WU, moxe paa ce uma npeasup 3aTeapsaHe Ha VSD,

KoraTo Bce olle uma 3Haumm L-R wbHT (Qp:Qs >1.5), 1b C
HO Ce U3MCKBa BHUMaTEeNHO B3eMaHe Ha UHAVBUAY-

ANHO pelleHne B eKCNEPTHU LLEHTPOBE.

3aTBapsHe Ha VSD He ce npenopbyBa Npu nauu-
eHTu ¢ dusnonorua Ha Eisenmenger n naymeHTn ¢
Texxka PAH (PVR =5 WU), c gecatypaums npu ¢pusu-
YecKo HaToBapBaHe.

AR = aopTHa peryprutaums; IE = nHpekumnoseH eHpokapant; L-R = na-
BO-fleceH; LV = nABa Kamepa/BeHTpuKynapeH/a/o/v; PAH = nynmoHanHa
apTepuanHa xuneptoHus; PAP = nynmoHanHoO apTepuanHo HanaraHe;
PVR = nynmoHanHo cbpoBo cbnpoTuerieHne; Qp:Qs = CbOTHOLWeEHNe
ny/MOHaNeH KbM CCTeMeH KpbBOTOK; VSD = mexpaykamepeH aedekT;
WU = eguHnum no Wood.

@ Knac Ha npenopbKuTe.
b Hugo Ha fokasaTencreeHoCT.
€LV gunarauus c nosuiLeH yaapeH obem.

MMa orpaHuyeHy HanMyHU AaHHK 3a onpefenaHe Ha TOYHa rpaHnLa, HO
crnopep KNMHUYHNA ONWT TakbB MOAXOA TPAGBa Aa ce NPeanoxXu nNpu cna-
flaHe Ha apTepuanHaTta KuciopoaHa catypauma <90%.

XvpyprmyHo 3aTBapsaHe MoXe fla 6bfie U3BbPLUEHO C HMCKA
onepaTuBHa CMbPTHOCT (1-2%) 1 [JOBPU ABATOCPOYHN pe3ynTa-
TI.'%3 TpaHCKaTeTbPHOTO 3aTBapAHE e aNnTepHaTBa, 0co6eHO Npu
ocTatbyHu VSD, npu VSD, Konto ca TPyAHO AOCTBHM 3a XUpYp-
rMUYHO 3aTBapAHe 1 Npu MycKynHu VSD, KouTo ca pasnonoxeHu
LieHTpasiHO B MexayKamepHusa centym. MNpn nepmmembpaHoseH
VSD 6elue foka3aHo, Ye e ocbliecTBuMO. OCTaBa fla ce npeLeHn
Zanun puUckbT 3a NbieH AV 610K 1 BbBIMYaHe Ha TV TbKaH, Boae-
wo po TR, unu pucksT oT AR, KOTO e HabnlogaBaH Npwu aeua, ca
OT NPAKTUYECKO 3HAUYEHME NPY Bb3PACTHN MNOANOXKEHWN Ha NHTEp-
BEHLMOHAJIHO 3aTBapsAHe Ha neprmemMbpaHo3eH VSD.

MauneHTn oTroBapALLM Ha yCOBKATa 3a 3aTBapAHe Ha VSD B
3pAna Bb3pacT ca peaku. NloBeyeTo NaumeHTV MMaT AN ManKku
VSDs ¢ HeCMrHUQUKAHTEH LWBHT, UK MaT Beye pa3suTa PH. MNo-
cnepHata TpA6Ba fa 6bAe oueHeHa c 0cobeHo BHUMaHMe. Ma-
LUMEHTN CbC 3aTBOPEH LWHHT U nepcucTupalla/nporpecrpalya
PAH n3rnexga nmaTt 0cob6eHo oL KANHNYEH n3xoa.*8

4.2.5. TMpenopbkKu 3a npocnegsaBaHe

PasButne Ha AR nnu TR, cteneH Ha (ocTaTbyeH) WbHT, LV gnc-
byHKUMA, nokauBaHe Ha PAP nnu passutne Ha DCRV, TpabBa aa
6bAaT N3KIMIOYEHN MM OLIEHEHN, aKo Ca HaxoakKa B eXoKapAauno-
rpamara.

Bb3MoXKHOTO pa3suTue Ha nbneH AV 60K ce Hyxpae oT
BHUMaHMe (naumeHTn, Kouto passmeaT 6udacumkynapeH 6nok
unu npexopeH TpudacumKynapeH 6nok cnep 3aTsapaHe Ha VSD
Ca C NOBVLLEH PUCK B MO-KbCHUTE FOAMHM 32 PAa3BUTUE HA MbJEH
AV 610K).

MauneHTn c noBeye OT Manbk ocTaTbyeH VSD, KnanHu ne-
31K, UM XeMoAMHaMUYHO HapyuweHue (LV ancoyHkuma wnnm
PAH) Tpa6Ba ga 6baaT KOHCYNTMpPaHWU BCAKa FOAUHA, BKIOYM-
TeNHO ¢ oueHka B cneunanusnpadn ACHD ueHTpose. lMNpu na-
umeHTn ¢ manbk VSD (HaTuBeH unun octaTbyeH, HopManHa LV,
HopmanHo PAP, 6e3cMmMnTOMHM) 1 IMNca Ha Apyra nesns, Moxe
61 ca pasyMHu 3-5-rogunwwHu nHtepsanu. Cnep 3atBapsaHe C yc-
TPOWCTBO € Pa3yMHO PeloBHO NpocneasaBaHe cnef NbpauTe 2
rofViHM 1 cfefl TOBA, B 3aBNCUMOCT OT pe3ynTaTuTe BCekn 2-5
roavHu. Cnep XnpypruyHo 3atBapsaHe 6e3 ocTaTbyHa naTosno-
rna, Moxe 61 ca pasymHU 5-roauuHN UHTepBanu.

4.2.6. [onbAHUTENHU CbOGpPaXkeHNs

+  dur3nyecka aKTMBHOCT/CNOPT: He Ca HeOOGXOAVMMU HUKAKBU
OrpaHUYeHna Npu naumeHTn cnep 3atBapsAHe Ha VSD mnu ¢
Manbk VSD 6e3 PH, 3Haunmu aputmum unu LV gucdyHKums.
MauneHTn c PAH TpsabBa fa ce orpaHnyaT 4o HUCKO MHTEH3MB-
HW pa3BrieKkaTeNiHun feliHoCTr/criopToBe (BUXKTe pazden 3.5.5).

«  bpemeHHoOCT: naymeHTn ¢ npekanunapHa PH (PAH) Tpsabea
fa 6baaT cbBeTBaHM fa He 3abpemMeHsBaT. PUCKBT e HNCBK
npu 6e3cMMNTOMHM NauMeHTU C HopManHa LV 1 nunca Ha
PAH (BuxTe pasden 3.5.7).

«  [lpodunaktnka Ha IE: npenopbyBa ce camo Npu BUCOKO-
PVCKOBYW NaUneHTn (BUXKTe paszoes 3.4.6).

4.3. ATpunoBeHTpuUKynapeH centasneH
Aedekr

4.3.1. BbBepeHune n ocHoBHa NH$popmauna

AVSD (AV kaHan nnun pedeKkT Ha eHAoKapAHUTe AynaunkaTypw)
ce xapakTepusmpa ¢ Hannume Ha obwa AV Bpb3Ka. YacTnuHmAT
AVSD 06VKHOBEHO UMa fedeKT camo Ha npeAcbpAHo HUBO (ASD
NPYMyM) Unu, B peAKK1 cilyyan, CaMo Ha KamepHoO HuBo. MpefHo-
TO U 3aJHOTO MOCTYBALLM NnaTHa ca CNeTu LieHTpasHo, Cb3Aa-
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MNoBeneHue Npu MexayKkamepeH gedpekT
v
( LV 06emHO 0bpemeHsiBaHe? )
He Aa
v v
Cebp3aH ¢ VSD nponanc Ha aOpTHO KnanHo lNynmoHanHa apTepuanHa XmnepToHusa ‘
NAaTHO NpuYmMHABaLY Nnporpecupawa AR? (PVR =3 WU)?
He Ha He Ha
v v
3aTBapsaHe 3aTBapsaHe
lla *
| AHamHe3a 3a noBTOpHU enu3opn Ha IE? | AHamHe3a 3a NOBTOpHM enuzoan Ha IE? |
He Ha He Ha
v v v
be3 3aTBapsaHe 3aTBapsHe 3aTBapsHe
lla lla
( PVR =5 WU 1 Qp:Qs >1.5 )
He Ia
v
bes 3aTBapaHeP 3aTBapAHec
Ilb
O®urypa3: [ogxon npu MexpykamepeH fedekxT.

AR = aopTHa peryprutaums; |IE = uHdekurnoseH eHaokapauT; LV = naBa kamepa/nesokamepeH/a/o/u; Qp:Qs = oTHowweHWe nyn-
MOHaneH KbM cMCTeMeH KpbBOTOK; PAH = nynmoHanHa aptepuanHa xuneptoHus; PVR = nynmMoHanHoO CbAoBO CbNPOTUBIIEHNE;

VSD = mexgaykamepeH gedekt; WU = Wood eanHuum.
2LV gunatauma c NoBULLEH yaapeH obem.

b BkntouBa BCMUKM NaUMEHTH € aecaTypauus B nokoi (Eisenmenger Guanonorus) unu npu ycunue.
¢Heo6xoanMMo e BHYMaTeSIHO UHAMBMAYAJIHO PELLUEHME B3€TO B €KCMEPTHY LIEHTPOBE.

BaKy OTAENHN IeBOCTPaHEH 1 iIeCHOCTpaHeH oTsopu. Mpu nb-
neH AVSD, LleHTpanHoOTO CIMBaHE He e Hanuue 1 Ma Camo efuH
otBop. MbneH AVSD (mbneH AV KaHan) nma cenTaneH pedekt
B CbpAeYHMA KPbCT, 06XBallall eqHOBPEMEHHO MeXAynpes-
CbPAHMA U MeXAYKaMepHUA cenTyM (HepeCcTPUKTUBEH BXOLEH
VSD). AV Bb3enbT e pa3nonoxeH Ha3ag 1 Hagosny CpAMO KOpo-
HapHuA crHyc. CHoNbT Ha His n nABoTo 6eapo ca pa3nonoxeHu
Ha3ag. ToBa e npuyMHa 3a naTonormyHaTta nocsiefoBaTesIHOCT
B aKTVMBUpPaAHETO Ha KamepuTe (yabfixkaBaHe Ha AV npoBogHO
BpEMe, NIIBO OTKJ/IOHEHA OC) U € BaXKHO Aia 6bie pa3no3HaTo Mo
Bpeme Ha EP nscnesBaHua n KateTbpHa abnayus.

MoseueTto NbaHM AVSDs ce cpewlaT npy NaLMeHTn CbC CMHA-
pom Ha Down (>75%), a noBeueTo yacTnyHu AVSDs ce cpelyat
npv nauueHTn 6e3 cnHapom Ha Down (>90%). AVSD moxe aa
6bae cbp3aH ¢ TOF u gpyru popmun Ha cnoxxkHa BCM. AVSD ¢
HeefHaKBa No3nums Ha obuiata AV Knana Haj Kamepute e npu-
IpPYXXeH OT Bapupalla CTeneH Ha KamepHa xunonnasusa (geba-
naHcupaH AVSD). CnepBawmte npenopbKky ce npunarat npu
6anaHcupanu AVSDs.

4.3.2. KnuHu4YHa KapTuHa n ectecTBeHa eBonoLnsA

KnuHuyHaTta KapTrHa 3aBMUCK OT HanMumneTo 1 pasmepa Ha ASD n
VSD, n KOMNeTeHTHOCTTa Ha neBocTpaHHaTa AV knana. CumnTo-
MUTe He ca cneundunyHm 3a AVSD 1 ca NpUUYNHEHU OT NHTPaKap-

AVANHVAT WHHT (NABO-AECEH, AACHO-NAB, N GMANPEKLMOoHa-
neH), PH, AV knanHa peryprutauus, KamepHa AncOyHKUMA Uam
LVOTO. Moxe fia iMa HamaneH ¢pu3nyeckn KanauuTeT, AUCMHes,
apuTMUA 1 uMaHo3a. Moxe fa e Hanvue nan BbB BpEMeTO fa ce
pa3sue LVOTO (nogknanHa). Mo-KbCcHO MOXe fa ce pa3Bue Mb-
neH AV 6nok.

EBontounaTa Ha HeonepmpaHua nbaeH AVSD e Tas3n Ha cuHA-
poma Ha Eisenmenger, ocBeH Korato VSD e manbK (BuKTe pas-
desiu 3.4.3 1 3.4.8).

Hekopurunpanuar npumym ASD (4actuuen AVSD) He e ps-
ObK Npu Bb3pacTHU. NpeacTaBAwmTe ce KNUHUYHU CUMMATOMM
Ca Te3n Ha NABO-AeCeH WHHT Ha NPeACHPAHO HUBO (BUXKTE pas-
Oes1 4.1) u/vunu Te3n Ha neBocTpaHHa AV KnamHa peryprutauus
(,uenka”). MaumneHTUTEe Morart BCe oule Aa ca 6e3CUMNTOMHU, HO
CUMMTOMMTE MMaT TEHAEHUMA la HapacHaT C Bb3pacTTa; Nose-
4yeTo Bb3pPacTHU ca CUMMNTOMHU KbM 40-rofuilHa Bb3pacT.

4.3.3. WUsrpaxpaHe Ha AnarHosarta

BuxkTe pazden 3.3 3a 06K NPUHUMNA.
KnMHUYHWTE HaxoaKun 3aBUCAT OT MHAUBUAYANHNA BapuUaHT

(BUKTe pasdesnu 4.3.1n 4.3.2).

« ExokapguorpadusaTa e KnoyoBaTa AMArHOCTMYHA TEXHUKA.
TA ocurypsBa oLeHKa Ha BCeKM aHaTOMUYEH KOMMOHEHT Ha
AVSD, Ha AV Knanu v Bpb3KNTe MeXAy TAX, TexecTTa 1 Tou-
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HuA cybcTpaT Ha AV KnamHaTta peryprutauus, rolemviHara
M NocoKaTa Ha MHTpaKapAnanHo WwbHTupaHe, LV n RV ¢pyHk-
uma, PAP, n oueHka Ha HannumeTo/nuncaTa Ha LVOTO.

+ CMR e nokasaH, Korato 3a B3eMaHe Ha pelleHue ca Heobxo-
OMMY BOMBHUTENHO U3YMCNIABaHE Ha KaMepHUTe ob6emun U
dyHKUmA, AV KnanHaTta peryprutauma unvM UHTpakapavan-
HOTO WbHTUPaHe.

«  CobppeyHa KaTeTepur3aums e Heobxoauma B Clyyaii Ha HeuH-
Ba3MBHY Npr3HaLum 3a nosuweHo PAP (M3uncneHo ccTonHo
PAP >40 mmHg nnn nHgupektHn 6enesn, korato PAP He
Moxe Aa 6be oLieHeHO) ¢ Len onpefenaHe Ha PVR.

lMpenopbKun 3a MHTEpPBEHUMNA NPU aTPNOBEHTPUKYIapeH
centaneH gepeKkr

Mpenopbkn Knac® Huso®
Mbnen AVSD

XupypruyHa KopekLma He ce npenopbysa Npu na-
uneHTU ¢ dr3nonorus Ha Eisenmenger n nayneHTn
c PAH (PVR > 5WU) npepacraBAwm ce ¢ gecaTypa-
LA npv HaToBapBaHe.©

3a NpenopbKuTe 3a MHTEPBEHLNA BUXK CbLLO MPEMNOPBKUTE 3a UHTEP-
BeHUmA npu VSD (cekyua 4.2)

YactnyeHn AVSD (npumym ASD)

XupypruuHo 3aTBapsHe ce nperopbyBa npw na-
LMEHTU CbC 3HaUMMo RV o6emHO obpemeHsABaHe U
TpA6Ba Aa Ce N3BBPLUM CaMO OT XVPYPT 3a BPOAEHN
cbpaeyHn mandopmaumm.

3a noBeue AeTaiinv BUXK Npenopbkute 3a MHTepeeHuua Ha ASD (cekyus 4.1)
AV KnanHa peryprutauymsa

KnanHa xupyprua, 3a npeanoyntaHe Bb3CTaHO-

BABaHe Ha AV Kpama ce mpenopbyBa Npu CMMI-

TOMaTMYHM MauMeHTN C ymepeHa/TeXxKa KnanHa 1 C
perypruTauus v Tpabsa Aa ce N3BbPLUM OT Kapau-

OXVPYPT NO BPOAEHW CbpAeYHM Manpopmaumm.

Mpy 6€3cMMNTOMHMN MauneHT ¢ Texka AV Hepoc-

TaTbYHOCT Ha NABaTa AV Knana, KnanHa xupyprua

ce npenopbyBa korato LVEDS = 45 mm? w/mnn 1 C
LVEF <60% npwv nonoxeHune ye ca U3K0YeHN Jpy-

rute npuynHy 3a LV anchyHkuma.

Mpn acnMnTOMHKU NauneHTU ¢ Texka AV HepocTa-
TBYHOCT Ha nsiBaTa AV Knana, 3anaseHa LV dyHkums
(LVEDS = 45 mm9 w/unu LVEF >60%), ronsima Bepo-
ATHOCT 3a YCMeLHo Bb3CTaHOBABATE Ha Knanata u
HUCBK XMPYPryeH pucK, MHTepBeHLMs Tpabea Aa
ce MMa npeABvA NPV NPeACbPAHO MbXKAEHe Unun
cuctonHo PAP > 50 mm Hg.

lla C

O6CTPYKUUA B 1eBOKaMepPHUA N3XOAEH TPaKT

B npenopbkuTe 3a nHTepBeHL s npu SUbAS (cekyus 4.5.3)

ASD = mexaynpeacbpaeH aedekT; AV = aTpuoBeHTprKynapHa; AVSD
aTproBEHTpUKynapeH centaneH aedekT, LV = nAaBokamepHa; LVEF =
nsBoKamepHa dpakuma Ha n3tnackeaHe; LVESD = naBokamepeH KpaeH
cuctoneH anameTbp; LVOTO = 06CTpyKUMA B IABOKaMEPHUA U3XOAEH
nbT; PAH = nynmoHanHa aptepuanHa xuneptoHus; PAP = nynmoHanHo
apTepuvanHo HanaraHe; PVR = 6enogpobHa cbaoBa pe3ncTeHTHocT; RV =
AACHa Kamepa/kamepHa; SUbAS = nopgknanHa aopTHa cteHosa; VSD =
mexpaykamepeH gedekt; WU = eguHnum no Wood.

@ Knac Ha npenopbkuTe.

b Huso Ha [OKa3aTencTBeHoCT.

¢ laHHMTe Ca OrpaHMyeHy, HO OT KNMHWYHIUA ONUT Te MoraT Aa 6baaT Aage-
HW NPV NOHWXKaBaHe Ha apTepuanHara.

KucnopoaHa catypauma <90%.

d CroiiHocTuTe ce oTHacsT 3a Bb3pacTeH CbC CPEAHN pa3mepn U MoXe Aa
M3MCKBa afanTauunsa NPy MHOTO HUCHK U BUCOK PbCT.

« PabotHa npoba Tpsabea aa 6bAe HanpaBeHa NPV NaLNEHTM C
PAH c uen nskniousaHe Ha gecatypauums.

4.3.4. XupypruyHo/KaTeTbpHO MHTEPBEHLNOHANHO
neyeHune

KateTbpHOTO 3aTBapsAHe Ha AVSDs He e OCbLLeCcTBUMO 1 MO Ta3u
NpUYYNHA MHTEPBEHLMATA € XUPYPr1YHa (ANPEKTHO 3aTBapsHe,
KnanHa Kopekuus). B cnyyan Ha octaTbyHM MexaynpeacbpaHu
UM MeXxaykKamepHu KOMYHUKauuW, eHOOKapAHOTOTO nencu-
paHe BOAW A0 MOBULLEH PUCK OT NapafoKcanHa embonus; ToBa
TpAab6Ba fa 6bAe B3eTo NpeABus, KOraTo Ma NokasaHusa 3a nen-
cupaHe. Moxe fa e Heob6xoAaMMO enuKkapaHo nencupaHe. Onu-
TBT Ha CbpAEYEH XUPYPT N0 BPOAEHN CbpAeyHn Mandopmaumm
ce npenopbyBa NPy BCUYKM BUAOBE 3aTBapAHUA Ha AVSD 1 Ko-
pekumn Ha AV Knana.

4.3.5. [lpenopbkKu 3a npocneasasBaHe
MpenopbuBa ce OXKMBOTHO PeJOBHO NPOCieAsBaHe Ha BCUYKN
nayneHTn ¢ AVSD, onepupaHn 1 HeonepupaHu, BKIOYNTENHO
oLeHKa B crieyunanmsnpaH yeHtpose 3a ACHD. CneynanHo BHU-
MaHue TpabBa fa ce 06bpHe NpY OCTaTbyeH WHHT, AV KnanHa
MandyHkuus, LV n RV gunatauma n aucoyHkumsa, nosuieHo PAP,
LVOTO, v aputMun.'®4 YectoTtata Ha ambynaTtopHmTe noceweHms
3aBMCU OT HaNIMUMETO U TeXeCTTa Ha OCTaTbyHMTE aHOManNuu.
MauneHT c xmpypruyHo KopurmpaH AVSD 6e3 3HauMm ocTaTbuy-
HW aHOManum Tpabea fa 6bae HabnogaBaH Ha BCEKN 2-3 roau-
HW. B cnyyail Ha oCTaTbYyHU aHOMaNUK, NHTepBanuTe TpPsA6Ba Aa
6bAaT No-KpaTKu.

MNMokasaHuATa 3a peornepauusa Ha OCTAaTbYyHW aHOManuu
Ca CpaBHUMW C MoKasaHWATa 3a MbpBUYHA Xupyprusa. Mpu
onepupaHy MNauueHTU Hal-yecTo HaCcTbMNBaWMAT npobnem
e nABocTpaHHa AV KnanHa peryprutauua.'6>1%6 Tpsa6ea ga ce
noguepTae, Ye Te3n Knanu ca pasinyHy oT MUTPaHW Knanu u
no-TpyaHu 3a Kopekuua. CteHo3aTa Ha NABO cTpaHHaTa AV Kna-
na (Han-yecTo pe3ynTar OT NpeAunLLHa KOPeKLUs), KoATO Npuyn-
HsIBa CUMNTOMaTWKa TPs6Ba fa 6bae onepupaHa.

4.3.6. [lonbnHUTENHMN CbOGpaxKeHnnA

+  Ou3nyecka akTMBHOCT/CNOPT: NPY MOBEYETO NaLMEeHTU C He-
yCnoxxHeH kopurupax AVSD, drsnyeckata akTUBHOCT He ce
Hy>Kfae OT orpaHnyeHmne. MHoro ot Tax obaue npu 06eKTUB-
HO u3MepBaHe MMaT cybHopManeH ¢u3nyYeckn KanauyuTeT.
MayneHTN CbC 3HaUMMM OCTaTbUHY NPOGNEMI UMAT HYXAa
OT MHAMBUAYaNHU NPENOPBKY (BUXKTE pazdesn 3.5.5).

« BbpemeHHOCT: fobpe NoHOCUMa NPV NauueHTy cnep paau-
KasiHa KOpeKUMA 1 INMCca Ha 3HaYMMmM OCTaTbyHM Ne3nn. He-
onepupaH yactmyeH AVSD nosuwwaBa prcka oT napafokca-
neH embonusbm. MauuneHTn ¢ npekanunsapHa PH Tpa6sa pa
6bfaT cbBeTBaHM NPOTUB 3abpemeHsBaHe. Kato npaswuo,
NnauneHTn C oCTaTbyHa NABOCTPaHHa AV KnanHa perypru-
TaLuA, KOMTO HAMAT HUKAKBM MOKasaHuA 3a Xupyprus, rno-
HacAT OTHOCUTeNTHO Jobpe BpeMeHHOCT, Makap Ye moraT fa
HaCcTBbNAT apUTMKM 1 BNIOLLaBaHe Ha AV KnanHa peryprurta-
una'®’ (BxTe pasden 3.5.7).

« MNpodunakTrka Ha IE: npenopbyBa ce camo 3a BUCOKOPMCKO-
BU NauneHTu (BrxTe pasoesn 3.4.6).

4.4, Tlepcuctupaly aptepuaneH KaHan

4.4.1. BbBepeHue n ocHoOBHa MH$popmayna
OtBopeHuAT AyKTyc apTepuosyc (PDA) e nepcuctupaliiya Komy-
HMKauma mexay npokcrmanHata nasa PA n Husxogawarta aopra,
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HenocpenCcTBEHO ANCTANHO Ha NABaTa MOAKJYMYHA apTepuA.
Moxxe na 6bae cBbp3aH ¢ pas3nuyHu CHD, HO Npu Bb3pacTHU e
06UKHOBEHO M30nMpaHa HaxoAKa.

PDA nbpBoHayanHo Boau 0 L-R wbHT n LV 1 LA o6emHo 06-
pemeHsaBaHe. MNpu ymepeH n ronam PDA, PAP e nosuweHo. MNpu
naumneHTn, KOUTO AOCTUraT 3pAna Bb3pacT ¢ ymepeH PDA, moxe
Za npeo6napgaea LV o6emHo obpemeHaBaHe unu PAH. Bb3pacT-
HU naumeHTn c ronam PDA ca pa3sunuv no npuHuun ¢usmonorua
Ha Eisenmenger.

4.4.2. KnuHu4YHa KapTuHa N ecTeCcTBeHa eBonlOLNA

KnuHuyHaTta KapTrHa Npu Bb3pacTHu nauneHTn ¢ PDA BknoyBa:

+  Manbk KaHan 6e3 06eMHO obpemeHABaHe Ha LV (HopmasHa
LV) n HopmanHo PAP (kaTo LAn10 6e3CMMNTOMHMN).

+  YmepeH PDA c npeobnagasalyo LV o6eMHO obpemeHABaHe:
avnatupara LV ¢ HopmanHa nnm HamaneHa QyHKLUA, moxe
[la Ce 13sBU C IeBOKaMepHa HeloCTaTbyHOCT).

+  YmepeH PDA c npeobnagaBawa PAH: cuctonHo obpemeHeHa
RV (Mmo»<e fa ce npeacTaBy C AACHa CbpAeYHa HeJOCTaTbUYHOCT)

« Tonam PDA: ¢nsmonorua Ha Eisenmenger ¢ audepeHuman-
Ha xunokcemua n gudepeHuympaHa LmaHosa (LMaHOTUYHK
OONHW KpalHMLKM, NOHSAKOra 1 NABa pbKa); BUXKTe pasodenu
3.4.31n34.8.
O6pa3yBaHeTo Ha aHeBPU3Ma Ha AyKTyca e MHOFO PALKO YC-

JIOXKHeHue.

4.4.3. WNsrpaxaaHe Ha guarHosarta

BukTe paszoes 3.3 3a 06K NPUHUMUNN.

CneunduUHUTE KAUHUYHM HAXOAKW BKOYBAT KOHTM-
HyafieH WyM, KOWTO M34Ye3Ba C pa3BUTUE Ha CUHAPOM Ha
Eisenmenger (3a gudepeHumpaHa AmarHosa, BUXTe pazden
4.4.2; kKucnopofHa caTypaums Tpabsa fa ce U3Mepu Ha ropHU-
Te 1 fONHUTE KparnHuun).

«  Exokappguorpa¢dusATta e Kno4yoBaTa AMArHOCTUYHA TEXHMKA
W ocurypsBa guarHosaTa (Moxe fa 6bje TpygHa npv naum-
eHTU ¢ Eisenmenger dusnonorus), ctenexta Ha LV o6emHo
obpemeHsBaHe, PAP, pasmep Ha PA, n npomeHn B AACHOTO
cbpue.

« CMR e nokasaH, KoraTo e Heo6xoAnMa JOMbJIHUTESIHA KONK-
yecTBeHa oLUeHKa Ha LV obemn 1 KonnyecTBeHa OLeHKa Ha
wbHTa (Qp:Qs).

« CMR/CCT mOXe fa OLeHU OMb/IHUTENHO aHAaTOMKATA, Kora-
TO e HeobxoanMmo.

+  CbppeuHa KaTeTepusaumsa e Heob6xogMMa B Cfiyyall Ha He-
WHBA3MBHW AaHHW 3a noBulleHo PAP (M3umncneHo cucton-
HO PAP >40 mmHg nnu nHagnpeKkTHN NpusHauu 3a ToBa,
koraTo PAP He MoXe Aa 6be n34ncieHa) ¢ uen nsdvnucnsa-
BaHe Ha PVR. M3mepBaHeTo Ha 6enofpobHns KpbBOTOK
e npean3BUKATENCTBO B Te3U ycnosus. MismepBaHeTo Ha
KncnopogHata caTypauua v B nAsata, 1 B gAcHata PA e 3a-
OBIDKUTENHO.

« PaboTeH TecT ¢ HaToBapBaHe TpAbBa Aa ce M3BbPLIN Npu
nauveHT ¢ PAH, 3a ga 6bae u3KnoyeHa fecatypaums Ha
DONHUTE KpanHuuw.

4.4.4. XupypruyHo/KaTeTbpHO MHTEPBEHLOHANHO
ne4yeHue
MNMoka3aHuATa 3a MHTEPBeHUKWA ca 0606LeHu B Tabnuuata [pe-
nopwsKU 3G UHMepBEHYUA npu nepcucmupaws apmepuasneH KaHasn
n BbB Queypa 4.
Mpw BB3pacTHU, Kanumdrkaumata Ha PDA moxe fa npu-
YMHU Npobnem 3a XMPYPruyHo 3aTBapAHe. 3aTBapAHeTo C yc-

MpenopbKy 3a MHTEPBEHUUA NPU NepcucTpaLy apTe-
puaneH KaHan

Mpenopbkn Knac® Huso?

Mpy naumeHTn ¢ gaHHM 3a LV obemHOo obpeme-

HAaBaHe® 1 nunca Ha PAH (nunceat HeMHBa3WBHW

npu3HaumM 3a nokausaHe Ha PAP unu MHBa3uBHO | C
notebpxaeHue 3a PVR <3 WU) ce npenopbuBa 3a-

TBapAHe Ha PDA, He3aB1CMMO OT cumnTomumTe.

3aTBapsiHe C YCTPOMCTBO Ce MPernopbyBa Kato MeToq
Ha 1360p, KOraTo € TEXHUYECKM OCHLLECTBUMO.

Mpwv nauuneHTn, Konto ca passunu PAH c PVR 3-5
WU, TpsabBa fa ce Ma npeaBup 3atBapsaHe Ha PDA, lla C
KOraTo Bce oLe MMa 3HaunM L-R wbHT (Qp:Qs >1.5).

Mpw nauymeHTN, KonTo ca passunu PAH c PVR =5
WU, moxe aa ce nma npeasua 3atBapaHe Ha PDA, 1) C
KoraTo Bce ole nma 3Haunm L-R shunt (Qp:Qs >1.5)

3aTBapaHe Ha PDA He ce npenopbyBa npu nauu-
eHTu ¢ dusnonorua Ha Eisenmenger n naumeHTmn ¢
Nno-HUCKa fecaTtypauma Ha AONHUTE KpaHULM Npn
HaToBapBaHe.

L-R = naBo-pgecent; LV = nAaBa kamepa/nesokamepeH/a/o/v; PAH = nyn-
MOHanHa apTepuanHa xunepToHus; PAP = nynmoHanHo apTepuanHo
HanaraHe; PDA = nepcuctupaly aptepraneH KaHan; PVR = nynmoHanHo
CbAOBO CbMNpoTMBIeHMe; Qp:Qs = OTHOLWEHWE MYNIMOHANEH KbM CuCTe-
MeH KpbBoTok; WU = eguHuum no Wood.

@ Knac Ha npenopbKuTe.

b Hueo Ha gokasatencrseHocT.

¢ Ounatayws Ha LV ¢ nosuwueH yaapeH obem.

¢ [JlaHHWTe 3a npeLun3Ha rpaHnLa ca orpaHNYeHn, HO OT KNNHUYHWUA OnMUT
Te Morat fia 6bAaT JaieHn NMPU NOHKaBaHe Ha apTepuanHaTa KcopoaHa
catypauma <90%.

TPOWCTBO € MeTOABT Ha M360p, AOPM KOraTo CbpAeyHM onepa-
LMK ca NOKa3aHK, 3a CbNbTCTBALLM CbPAEYHY Ie3UN 1 MOraT a
6bAaT yCcnewHo 13BbPLIEHUN NPW FrofiAMa YacT OT Bb3pacTHUTE
C MHOTO HMCKa 4YecToTa Ha ycioxHeHns.'%8170 XupyprusTta e
3anaseHa 3a pefkua ciyyaum C npekasneHo rofsam 3a 3aTeapsHe
C YCTPOMCTBO KaHasf WM C HEeMOAXoAALLa aHaTOMMA, KaTo 06-
pasyBaHe Ha aHeBpu13Ma.

4.4.5. TlpenopbKu 3a npocneasaBaHe
ExokapanorpadckaTa oleHka TpsabBa Aa Bkousa LV pa3mep n
byHKUMA, PAP, ocTaTbueH WHHT U CBbpP3aHu fe3unu.

MaureHTN C NMNca Ha OCTaTbYeH WHHT, HopManHa LV, n Hop-
ManHo PAP He ce Hy»AasaT OT peflOBHO MpocneasBaHe cnep 6
meceLa.

MauveHTtn ¢ LV anchyHKuma n naumeHTn ¢ octatbyHa PAH
TpAab6Ba Aa 6bvAaT NnpocneaAsBaHy npes nHTepsanu ot 1-3 rogu-
HW, B 3aBMCUMOCT OT TeXeCTTa, BKNIOUNTENHO OLeHKa B crewma-
nn3npanHu LeHTpose 3a ACHD.

4.4.6. [onbAHUTENHU CbOGpPaXkeHNsA

+  du3nyecka aKTUBHOCT/CMOPT: HUKAKBWU OrpaHUYEHUs Npu
6e3CMNTOMHY NaUWeHTU Mpean Unu cnep UHTepBeHUUs
6e3 PH; orpaHnyaBaHe fO CNOPTOBE C HUCKA UHTEH3MBHOCT
npv naymeHTn c PAH.

+ bBpemeHHOCT: HAMA CMTHUGUKAHTHO NOBULLEH PUCK NPU
nauneHTn 6e3 PH. MayneHTn c npekanunapHa PH Tpa6-
Ba Aa 6baaT cbBeTBaHW Aa He 3abpemeHABaT (BUXTe
pasoen 3.5.7).

« [TpodunakTuka Ha IE: orpaHmMyaBa ce 10 BUCOKOPUCKOBU Na-
UMeHTN (BUXKTe pasodesn 3.4.6).
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4.5. 06CTPYKL|I/I$| Ha N3XoAHWA TpakT Tabnuuya 12:  [uMarHOCTUYHW KpUTEpUI 3a TeXKecT
Ha NnAaBa Kamepa Ha aopTHa cTeHo3a'”3

4.5.1. KnanHa aopTHa CTeHO3a B R
4.5.1.1.  BweedeHue u OCHOBHA UHHOPMAUUS Vmax (m/s)a 26-29 3-39 4.0
Hal-uectata nprumMHa 3a BpofeHaTa KnanHa aopTHa CTeHO3a CpepeH rpagneHT (mmHg)a <20 20-39 =40
(AS) e bukycnaHaTa aopTHa Knana (BAV). lo 80% oT naymeHTn- AVA (cm?) 515 1.0-15 <10
Te ¢ BAV we pa3BumAT gunatauyma Ha Bb3xoAslaTa aopTa, KOeTo
ce ob6cbxaa B pasoden 4.7.2. 3a nosefieHmeTo KbM AR, cBbp3aHa AVAi (cm?/m? BSA) >0.85 0.60-0.85 <0.60
c BAV, BuxTe MNpenopbkute Ha ESC/EACTS 2017 Bbpxy nosefe-

LVOT ckopocTt/aopTHa KnanHa 50.50 0.25-0.50 <0.25

HWETO NMPU KNarnHu CbpaeyHmn 3a6onaBaHnA.?

4.5.1.2. KnuHu4yHa u3aea u ecmecmeeHa esositoyus

MauneHTUTe YecTo OCTaBaT GE3CMMMTOMHM 3@ MHOIO FOAUHW.
MporpecnaTa Ha CTeHO3aTa Bapupa 1 3aBUCK OT HayanHaTa Te-
»KeCT, CTeNeHTa Ha KanuuHOo3a, Bb3pacTTa U aTepoCKNePOTUYHM-
Te puckosu ¢aktopu. MNMpu BAV, nporpecraTta e no-6bp3a npu
Te3M NauMeHTN C NO-TroNAMa eKCLLEHTPUYHOCT Ha KOMUCYpUTE U
npeaHo-3afHO OPUEHTUPAHN KOMUCYPW.

MporHo3ata e fo6pa, a BHE3anHaTa CMbPT € psaKa npu 6es-
CMMNTOMHM NauueHTN ¢ Jobpa NOHOCUMOCT KbM U3NYECKN
YCWNnA, BOPY KOraTo CTeHOo3aTa e TexkKa.!”!

Cnep nosiBa Ha CUMNTOMW (@HrMHa NEKTOPWUC, AUCMHEA, Unun
CUHKONM), MPOrHo3aTa ce Bfiowasa 6bp30. Mpu nauymeHTn ¢ BAV, uma
CbobLieHUs, Ye cMbpTHOCTTA e 0.3%, YecToTaTa Ha aopTHA Aauce-
Kauma 0.03%, a Ha eHgokapauT 0.3% Ha naumeHTCKa roguHa npo-
cnepsaBaHe. lunatmpaHn aopTHU CUHYCU U/ Bb3XOAALLA aopTa
ca HamepeHV Npu 45% naumeHTu cned 9 rognHN npocneansaHe.'’?

CKOpOCT

AS = aopTHa cTeH03a; AVA = aopTHa KnanHa nnow; AVAi = nHaekc Ha
aopTHa KnanHa nnow; BSA = TenecHata nosbpxHocT; LVOT = neBokame-
peH n3xopaeH TpakT; Vmax = makcumanHa Doppler ckopocT.

2 MNpu HopManeH TOK Npe3 Knanara.

4.5.1.3.  W3epaxoaHe Ha duazHo3ama
BuxTe pazden 3.3 3a 06w npuHUUNK. JarHoCTUYHNTE KpU-
Tepuu 3a cTeneH Ha AS ca o6o6uweHn B Tabsuya 12.
CrneundunyHNTE KNMHUYHN HAaXO4KWN BKNOYBAT TUNNYHUAT
CUCTOJEeH WYM Ha M3roHBaHe BbpPXY aopTHaTa Knana, upagu-
upall KbM KapoTuaHUTe apTepun. Moxe aa 6bae YyT KNUK Ha
n3TnackBaHe U Moxe ga ce nannupa Tpun. EKI moxe ga noka-
xe LV xuneptpoodusa (LVH) cbc nnm 6e3 cBpbxobpemMeHABaHe.
Mpwn nauymeHTn c guarHoctTuymparHa BAV, Tpabea ga 6bae uns-
kntoyeHa CoA (BuxTe pasoes 4.6).

\ MoBefeHne Npu NepcrucTrpaLL apTepraneH KaHan |
v

( LV 06emHo obpemeHsBaHe? )
He Hda
v
] bes 3aTBapsaHe \
( BenoapobHa apTepuanHa xuneprouHua (PVR=3 WU )
He Ha
v v
3aTBaiﬂHe [ PVR <5 WU n Qp:Qs >1.5 ]
He Ha
v
3aTBapsaHe
lla
( PVR =5 WU 1 Qp:Qs >1.5 )
He Hda
v v
bes 3aTBapsAHeP 3aTBapsAHec
Q lib

Ourypa4: [loBeaeHvie NpU NePCUCTUPALL apTEPMASIEH KaHanl.

LV = nABa kamepa/neBokamepeH/a/o/n; Qp:Qs= oTHOLLEHMe NyIMOHaNIEH KbM CUCTEMEH KPpbBOTOK; PAH = nynmoHanHa apTepuan-
Ha xunepToHus; PDA = nepcucTupaly apTepraneH kaHan; PVR = nynmoHanHo cboso cbnpotueneHne; WU=Wood egnHuun.

2 LV gunaTtauumsa C NoBuULLEH yaapeH obem.

b BkrouBa BCUUKM NaLMEHTV ¢ fecaTypaums B nokoii (Eisenmenger ¢pusnonorvs) unv npu ycunue.
¢ Heo6Xx0AMMO € BHUMATENHO MHAVBUAYAJTHO PELLEHME B3ETO B EKCMEPTHY LIEHTPOBE.
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MpenopbKu 3a HTePBEHLMA NPY KNanHa aOpPTHA CTeHO3a

Mpenopbkn Knac?® Hueo®
CMMNTOMaTMYHMN NaLNEHTH C K/lanHa aOpTHa CTeHo3a

Mpu cumnTOMaTMYHM NaUMeHTU c TexKa AS € BUCOK
rpaaveHT (cpefeH rpagueHTtt 240 mmHg) ce npe- 1 B
nopbyBa MHTepBeHuMH.25'171'174'175

MHTepBeHLMA e NoKasaHa Npu CMMNTOMATUYHY Na-

LMEHTN C TeXKa AS C HUCBK JebUT, HUCHK FpagneHT

(cpepeH rpagueHT <40 mmHg) c HamaneHa EF n poka- | C
3aTesICTBA 3a Pe3epB Ha KPbBOTOKA(KOHTPAKTUMEH),

M3KoYBaLL NCeBAO-TEXKa AS.

be3cMMNTOMHM NaLMeHTH C TeXKKa AOPTHa KJlanHa CTeHo3a

MHTepBeHUUA e nokasaHa npu 6e3cMMnTOMHU na-
LIMEHTY C TexKKa AS 1 aBHOPMEH TeCT C HaToBapBaHe,
NMOKa3BaLLyM CUMMNTOMM MPU HATOBAPBaHE, ACHO CBBbP-
3aHu C AS.

MHTepBeHUMA e nokasaHa npy 6e3cMNTOMHU Ma-
LMeHTN € TexkKa AS 1 cuctonHa LV ancoyHkuma (LVEF | C
<50%), KOATO He ce AbMKN Ha fipyra MPUYMHa.

MHTepBeHuus Tpsabea ga ce UMa npeasug npm 6es-
CYMMTOMHM MaLMeHTU C TexKa AS, KoraTo rno speme
Ha TeCT C HaToBapBaHe Ce MPEACTABAT CbC CMag Ha
KPbBHOTO HasAraHe nog 13xogHara CTOMHOCT.

lla C

MHTepBeHUWA TpAbBa Aa ce MMa npeasvg npu 6es-

CYMNTOMHY NaumeHTV ¢ HopmanHa EF n nunca Ha ro-

pecrnomeHaTnTe HapyLLEHKs NPV TecTa C HaToBapBa-

He, aKo XMPYPrUYHUAT PUCK € HUCHK 1 € HanuLie efHa

OT CNlefiHUTE AaHHM:

+ MHoro Texka AS onpepgeneHa no Vmax >5.5 m/s.

« Texka KnamHa KanuuHO3a U CKOPOCT Ha Hapa-
cTBaHe Ha Vmax ¢ 0.3 m/s/year. lla C

+ l3pa3eHo nokauBaHe Ha HMBaTa Ha BNP (>3 nbTun
CNpAMO Bb3PAcTOBO U MOSIOBO KOPUrMpaHuA
HOpManeH AWanasoH), NOTBbPAEHO Ype3 MoB-
TOPHU N3MepBaHus, 6e3 ipyro obscHeHMe.

+ Texka PH (cuctonHo PAP B nokon >60 mmHg,
NoTBbpPAEHa UYpe3 MHBA3VBHO M3MepPBaHe), 6e3
Apyro obsacHeHue.

MpuapyKaBalya aopTHa KNanHa Xupyprus no Bpeme Ha gpyra Kap-
AMoNornvyHa/Ha Bb3xoAsnilaTa aopTa onepauyus

Xupyprua ce npenopbyBa, KOrato NauneHTn C Tex-
Ka AS ca MoANOXeHW Ha XMPYpPrua Ha Bb3xoaAllaTa | C
aopTa wnu Ha Apyra knana, unn Ha CABG.

MauyneHTn ¢ ymepeHa AS nopnoxeHun Ha CABG
VNN XMPYPIUA Ha Bb3XoAAlaTa aopTa Apyra Kna-
na TpA6Ba Aa ce nma npeaBuA 3a AOMbHUTENTHO
KnanHo 3amecTBaHe.

lla C

AS = aopTHa cTeHo3a; BNP = B-tun HaTpuypetuueH nentug; CABG =
KopoHapeH apTepuasneH baiinac rpa¢t; EF = dpakuma Ha n3tnacksaHe;
LV = naBa kamepa/kamepeH/a/o/v; LVEF = neBokamepHa ppakuma Ha us-
TnackBaHe; PAP = nynmoHanHo aptepuanHo HanaraHe; PH = nynmoHanHa
XunepToHua; Vmax = MakcrmanHa fonneposa CKOPOCT.

@ Knac Ha npenopbKuTe.
b Huso Ha gokasaTencTeeHocT.

« ExokappnorpadusaTta e 3naTHMAT CTaHAApT 3a AMArHoOCTU-
umpaHe Ha AS 1 3a oueHKa Ha CcTeneHTa Ha KanuupaHe, LV
dyHKuma, LVH, n cebp3aHuTe nesunu, gunataumata Ha Bb3xo-
aawara aopta. C [lonnep exokapguorpadua ce onpepens
CTereHTa Ha TeXecCT Mo TpaHCBanBynapHaTa NMKOBa CKO-
pocT (Vmax), cpefHua rpagueHT 1 aopTHaTa KfianHa nnowy
(AVA) nsuncneHa ypes KOHTMHYUTETHO ypaBHeHue. 3a nose-
Yye NogpPO6HOCTH, BUXKTE HOBUTE MPENOPBKM 3a eXOKapAno-
rpadcka oueHka Ha AS."73

« TOE moxe MoHAKOra fia ocurypu noeeye aHaTOMUYHU fe-
Talnnm 3a KnanHaTa AucpyHKuma nnu AVA nnaHumeTpua npm
HeKanuMpaHu Knanw.

« PaboTHa npoba ce npenopbyBa Npy 6€3CMMNTOMHY NaLUeH-
T, 0cobeHO Npu ymepeHa Ao Texka AS, 3a Aa NoTBbpan 6e3-
CMMNTOMEH CTaTyC M [ia OLeHN NMOHOCMMOCTTa KbM yCusue,
OTroBOpa Ha KPbBHOTO HanAraHe, v apUTMUNTE 3a PUCKOBA
cTpaTuduKauma n onpefenaHe Ha BPeMeTo 3a onepauus.

+ Exokapgwvorpaduata c Hucka gosa pobytamuH mnu ¢usn-
Yyecko HaToBapBaHe nomarat npu AS c orpaHuyeH yaapeH
06em 1 HapylweHa LV dyHKuua (Knacnuyecka HACKO-gebutHa
HUCKO-rpaamneHTHa AS)."73

«  CMR/CCT, ocBeH ye nmaTt noTeHUMan 3a oueHABaHe Ha AS,
ce M3MCKBAT 3a NpeLeHKa Ha AgunaTtaumaTta Ha Bb3xogAllarta
aopTa, B CnyyanTe, NPU KOUTO M3MepBaHETO C eXOKapAmno-
rpa¢ua e HeHageXaHo.

«  CCT e cTaHana ocobeHo HapeXaHa 3a n3uncnsaBaHe Ha Knar-
HaTa KajiuMHO3a, KoraTo ce NpaBy OLeHKa Ha TexecTTa Ha AS
npw NaLMeHTM C HUCHK FPaAneHT, Makap Ye TpAabBa Aa ce oT-
6enexu, Ye Npy MIaaM NaumMeHTy aopTHaTa KanHa cTeHo3a
He e HenpeMeHHO CBbp3aHa CbC 3HaUMTeNTHa KanLumnHo3a.

+ CbppeyHa KaTeTepusauma ce M3NCKBA, CaMO aKO HeuHBa-
3MBHaTa OLeHKa AaBa HeCUTypHU pe3ynTaTy, 3a OLeHKa Ha
KOPOHApHUTEe apTepun, UM KoraTo ce nnaHnpa nepkyTaHHa
6anoHHa aHrronnacTuKa.

4.5.1.4. MeoukameHmo3Ha mepanus

CMNTOMaTMYHMTE NaUMEHTU UMAT HyXJa OT HEeOTNOXHa one-
pauna. MegnkameHTO3HO neyeHue Npu cBbp3aHa ¢ AS cbpaeu-
Ha HeJOCTaTbYHOCT e 3ana3eHo 3a HeonepabusiHU NauMeHTN.
HuTO CTaTMHOBO NeYeHne, HUTO HAKN APYr NleKapCTBeH npena-
paT, ca nokasanu 4o MOMEHTa, Ye 3abaBAT nporpecusTa Ha AS.

4.5.1.5.  Xupypau4Ho/kamemwspHO UHMeEPBEHUUOHATHO Jie4eHue
MokasaHuATa 3a HTEPBEHUNMA ca 0606LLeHN B [penopsku 3a UH-
mepeeHyuUA npu K1AnHa dopmHa cmeHo3a v BbB Quaypa 5.

Mpw n3bpaHy IOHOWN 1 MaAM Bb3PACTHU C HEKaNUMpaHu
Knanu, Moxe fia ce B3eme npensng 6anoHHa BanBynonnacTmka.
TakbB MOXe Ja 6bie NOAXOABT NPY XeMOAMHAMUYHO HeCcTabu-
HW MaLUeHTK, KaTo MOCT KbM ornepauus unm 3abaBaHe Ha CMs-
HaTa Ha KflanaTta npu *eHn C aHaTOMUYHO MOAXOAALN KNanu U
XenaHue 3a 6pemeHHOCT. [pu NauueHTV C KanuupaHu Knanu,
neyeHne Ha n3bop e KnamHOTO npoTe3vpaHe. MexaHuUYHWTe
Knanu ca no-TpanHu oT 61onornyHmTe Knanv niam xomorpapru-
Te, HO U3NCKBAT JOXMBOTHA aHTUKoarynauus. MpouenypaTa Ha
Ross (aByknanHa onepauus) e 6una npenopbyaHa Ha NALMEHTH
B leTepOAHA Bb3PacT U Te3U, KOUTO NCKAT Aa N3berHaT aHTUKo-
arynaumsa. lNporpecrBHaTta fereHepauma Ha xomorpadTa cnep
npoueaypata Ha Ross e Hall-yecTaTa NpUYMHa 3a penHTepBeH-
LKA No BpeMe Ha npocsieaBaHeTo. TpaHCKaTeTbpHaTa MMJIaH-
TauMA Ha NY/IMOHAJTHA KNarnHa e CTaHana anTepHaTBHA TEXHMKA
3a XMPYPrYyHO NeyeHne Ha AereHepupanara nysMoHanHa Kna-
na. TpaHKaTeTbpHaTa UMMaHTaLUA Ha aOPTHA KJlana NoHacTo-
AlWeM HAMA MACTO B NIeYEHNETO Ha BpofeHa AS, OCBEH B MHOIO
pefKknTe cryyaun C BUCOK XMPYPruyeH puUck, Korato e TexHuye-
CKU OCbLLeCTBMMA.

4.5.1.6. [lpenopwvku 3a npocredssaHe

Heobxoanmo e [OXMBOTHO U PefOBHO NPOCHeAABaHe, a UH-

TepBanuUTe 3aBNCAT OT TEXKECTTa Ha CTeHo3aTa. Heobxoaumo e n

cnep KnanHa MHTepBeHLMA MUHUMYM BELHDBXK rOANLLHO.
Exokapaunorpadcko nsobpassBaHe Ha aopTHaTa Knana u

A0PTHUA KOPEH 3a onpefensaHe Ha pa3BMTUETO Ha KianHaTa cTe-

HO3a 1 aopTHaTa gvnatauusa e 3agbmkutenHo. CMR wnn CCT Ha
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\ Mopxon Npu TeXKa 06CTPYKLUMA HA NeBOKaMepPHa M3XOAHWUA TPAKT \
v

v

( KnanHo HMBO Ha 06CTpyKLMA? )
T T
He Ha
v v
BuxTe TabnuuuTe C NpenopbKiuTe Cumntomin? )
a I T
Npu NofKNanHa 1 HaaknanHa AS H+e !J.+a
( LVEF <50%? ) MHTeiBeHHMﬂ
I I
He Ha
v
(PaboTHaTa npoba gemacknpa cumntomuTe |
He Ha
v
MHTeEBeHiVm
( Cnap Ha KPbBHOTO HanAraHe Npy HaToBapBaHe )
He

Ha
v

(PuckoBy GpakTopuP 1 HUCHK XMPYPriyeH pUcK |
1 1

He )1a
l NHTepBeHuuA
\ MNpocnepasaHe \ lla

NHTepBeHUuA
lla

Qurypa 5:

Mopxop, Npn TeXXKa O6CprKL|,I/IFI Ha JlIeBOKaMepHNA N3XOOEeH TPaKT.

AS = aopTHa cTeH03a; LVEF = neBokamepHa mn3tnackeawa ¢pakuma; LVOTO = 06CTpyKLMsA Ha NEBOKaMEPHUA U3XOAEH TPaKT;
PAP = nynmoHanHo apTepuanHo HansraHe; PH = nynmoHanHa xvnepToHus; SUbAS= nogknanHa aopTHa cTeHo3a; SupraAS= Hag-

KJflanHa aOpTHa CTeHO3a.

@ Buxte paszdesn 4.5. ima GyHOaMeHTaNHU pa3nunKy BbB B3eTUTE peLleHus 3a NMOAXOA B CPaBHEHUE C Te3u Npu KnanHa AS, Tbin
KaTo NO-MPUHLKMM He € He0BX0AMMO KNarnHO 3aMeCcTBaHe C HeroBuTe NoceAcTBus.

b MukoBa ckopocT >5.5m/s; TexKa KanliMHo3a + Nporpecus Ha MMKoBaTa CKOpocT 0.3 m/s/y; CUAHO NOBULIEHN HEBPOXOPMOHM
(>3-KpaTHO MO OTHOLLEHVE Ha Bb3PaCcTOBKTE 1 MOIOBU HOpMK); TexKa PH (cuctonHo PAP >60mmHg 6e3 apyru npuunHum).

aopTaTa ce NpenopbyBa NPU NPU NALUEHTU € HaTuBHa BAV, nauu-
€HTW C aHaMHe3a 3a M30/MPAHO KarnHO 3aMecTBaHe, NpY KOeTo
Bb3XOZAsALIATa a0pTa He ce Bu3yanusupa fobpe npu TTE, v npw na-
LMEHTV C AMAMETPU Ha KOpeHa/acueHaeHTHaTa YacT >40 mm.'76

4.5.1.7.  [JonsnHUMENHU Cb06paxxeHus

+  du3nyecka akTMBHOCT/CMOPT: NALUUEHTM C TEXKKA CUMMTOM-
Ha 1 6e3cMMnToMHa AS 1 Te3n C ymepeHa CTeHOo3a, Nopaam
BAV n gunaTtupaHa aopTa, TpsibBa Aa n3bareaT N3oMeTpuny-
HW YNpaXXHEHWs U BUCOKOUHTEH3VBHYW cnopToBe. Mpu neka
1 ymepeHa AS e paspelueHa No-MHTEH3UBHa du3nyecKa ak-
TUBHOCT. 3a onpepensaHe Ha CbBeTUTe ce MpenopbyBa npea-
BapuTenieH paboTeH TecT.*

+  BpemeHHoOCT: NpoTBOMOKa3aHa NpU TeXKa CUMMATOMAaTWY-
Ha AS. JleueHuneTo nnu c 6anoHHa BanByNnoMNIacTKa, Unmn ¢
Xupyprus Tpabsa ga ce n3BbplIM Npean 3abpemeHsBaHe.
Mpun 6€3cMMNTOMHM NALUMEHTN € TeXKa AS 1 HopMarHa pa-
60THa Npo6a, Npy NnoabpaHu NauneHTN, BPeMeHHOCT MOXe
Oa O0bJe Bb3MOXKHa. AopTaTa U3nCcKBa 0COOEHO BHUMaHMe
Tbll KaTo cBbp3aHaTa ¢ BAV aopTHa gunatayma Moxe aa ce
pa3Bue 1 Aa nporpecrpa no Bpeme u cyief 6peMeHHOCT; Cb-
LLlecTByBa PUCK OT AUceKauus (BuxTe pasoesn 3.5.7).

«  [lpodunaktnka Ha IE: npenopbuBa ce camo Npu BUCOKO-
pVCKOBYM NauneHTn (BUXKTe paszoes 3.4.6).

4.5.2. HapgknanHa aopTHa cTeHO3a

4.5.2.1. BwsedeHue u 0OCHOBHA UH(hopMayua

HapknanHa aopTHa cTeHo3a (SupraAS) Moxe Ja HacTbnu KaTto
XapaKTepeH Npu3HaK Ha cnHgpoma Ha Williams—Beuren nnu ga
e n3onupaHa/dammnnHa, KoeTo ce AbIXKN CbOTBETHO Ha Aeneuns
Ha enlacTMHOBKWA reH JIoKann3npaH Bbpxy Xxpomosoma 7q11.23
UM MyTauua B CbMA reH. Te3n reHeTnyHn aedeKTn BoaaT Ao
06CTPYKTNBHaA apTepronaTisa C Bapmpalla TexecT, KOATO e Haii-
n3paseHa B CHOTYbynapHaTa Bpb3ka.'’”

SupraAS mMoxe fa ce OTKpue B paMKuTe Ha dpamuiHa Xo-
MO3UroTHa xunepxonecteposiemus.’’® SupraAS Bb3HMKBaA KaTo
nokanusunpaHa ¢nbpo3Ha Aradparma HemocpeaCcTBEHO AnCTan-
HO Ha KOPOHapHWTE OCTUYMU UK, NO-YeCTO, KaTo BbHLUHa Ae-
dopmauma TN NACbYEH YAaCOBHMK CbC CbOTBETHO CTECHEHUE B
NlyMeHa Ha aopTaTa unu grndysHa cTeHo3a Ha Bb3XoasLlaTta aop-
Ta. TA MOXe Aa e cBbp3aHa C aOPTHU KnarnHu aHoManuu, Xmnon-
Na3nA Ha uAnaTta aopTa, BKNOUBaHe Ha KOPOHAPHUTE OCTUYMIU
WS CTEHO3a Ha OCHOBHUTE Pa3K/IOHeHNA Ha aopTaTa unm PAs.



42

Mpenopbku Ha ESC

4.5.2.2. KnuHuyHa KapmuHa u ecmecmeeHa esosoyus
MHO3MHCTBOTO NaLMeHTM ce NPeACTaBAT B AeTCKa Bb3PacT CbC
CUMNTOMM Ha OB6CTPYKLMA Ha N3TNACKBaHWA KPbBOTOK M MU-
oKapZAHa ucxemus. Bbnpekn ye nporpecuaTta Ha SupraAS e pag-
Ka B 3pAfia Bb3pacT, Bb3pacTHUTE OCTaBaT C PUCK OT CbpAeYHN
ycnoxHeHus.'”? BHe3arnHa cMbpT HacTbMBa PAGKO, HO € No-yec-
Ta npu SupraAS cbc cuHgpom Ha Williams-Beuren, ¢ gndysHa
neprdepHa cteHo3a Ha PA, nan ¢ CAD, ocobeHo cBbp3aHa C
aHeCcTeTWYHW NpoLeaypu.

4.5.2.3. WU3epaxoaHe Ha oudzHolama

BukTe pasgen 3.3 3a 06LWM NPMHUMNN.

AycKynTaumaTa paskpriBa TUMWYEH CUSIEH CUCTONEH LWYM Ha
M3roHBaHe, KOWTO Ce YyBa Hali-aobpe B NeBWA AONEH CTepHaneH
pb6, 6e3 NpMApYyKaBaLl CUCTONEH KWK WY AMacToneH Wwym Ha AR.
+  ExokappnorpadusnTta npaBu Bb3MOXHa aHaTOMUYHaTa Aua-

rHo3a Ha SupraAS, Korato akyCTUYHUAT NPO30peL; N03BONA-

Ba. [lonnep exokapguorpadusaTa ocurypsisa rpagueHTmuTe

Ha HanAraHe, HO Te MoraT a HajLUeHABaT UK Ja NoALeHs-

BaT peanHoTo CrafaHe Ha HalAraHeTo No XoAa Ha 06CTpyK-

umaTta. TOE no3sonsBsa fob6pa B13yannsaumns Ha KOPOHapHU-

Te octnymu, a 3D TOE moxe Aa ce nsnonssa 3a no-getaniHa

OLeHKa Ha CTeHOTUYHaTa o6nact.'80
+ 3a paboTeH TecT c HaToBapBaHe, BMXKTe KnanHa AS (pas-

O0en4.5.1).

«  CMR/CCT ca none3Hu 3a geTaisiHa OLUeHKa Ha HagKnanHaTta
aHaToOMUA, 0COOGEHO KoraTo e Hanuue eTaxupaHa LVOTO,
unn 3a (NpeponepaTrBHa) OLEHKA Ha KOpPOHapHaTa apTte-
puanHa aHaTomMuA 1 Apyry ne3mn Ha aopTaTta UM aoOpTHU
KNoHoBe (Hanp. KapoTUAHa 1 peHasiHa apTepuasnHa CTeHo3a,
KaKTO M LIeHTpasHa YyacT unm pasknoHeHue Ha PAs.

+  CbppaeyHa KaTeTepu3auma: XeMOAUHAMMYHA OLEHKa ce npe-
nopbyBa, KOraTo HEMHBA3WBHUTE M3YUCSIEHMA OCTaBaT He-
CUTYPHMN.

+ TeHeTnMyHa oUeEHKa C KOHCYNTUpPaHe M MocnenBallo TecTy-
BaHe ype3 U3MNon3BaHe Ha MUKPO-PEeLleTbUYHU TEXHUKMK e
nonesHa 3a guarHoctTuuympaHe Ha cuHgpoma Ha Williams—
Beuren 1 cekBeHMpaHe Ha eNnacTVHOBMWA FeH NPU HeCUHA-
POMHO NpefacTaBsaHe.

4.5.2.4. Xupypau4Ho/KamemwspHO UHMepPBEHYUOHAJIHO JleyeHue
XnpypruaTta e NbpBUYHOTO NleYeHre: onepaTrMBHaTa CMbPTHOCT
npy ¢ubposHa anadparma n gedopmauus TUN MNACbYEH Ya-
COBHUK e <5%. Tbin KaTO KOPOHAPHUTE apTepun ca NOA BUCOKO
HanAraHe, XvpyprusaTa TpsbBa Aa ce M3BbPLUN NO-PaHO, OTKON-
KOTO MpW naumeHTn ¢ KnanHa AS, 0cobeHO KoraTo He e Heob-
XOAUMO KnanHo 3amecTBaHe. Crie onepaTriBHa KopeKuma, nMma
CbOOLLEeHUA, e YecToTaTa Ha NPEXNBAEMOCTTa e 6una 80-85%
cnen 20 rognHn.'® AR moxe fia Ma npu ~25% OT NaumeHTuTE,
HO OOVMKHOBEHO He Mporpecrpa cnefl XMpypruyHo obnekyaBaHe
ot SupraAS.

4.5.2.5. [lpenopoku 3a npocredssaHe

[OXNBOTHO 1 pefoBHO NpocnefnaBaHe, BKIIOYNTETHO eXoKap-
avorpadus, e HeobxoanMO C Uen onpeaensaHe Ha nporpecus
Ha obcTpykumaTta (paako), LV pasmep/dyHKumMA 1 pa3Butme Ha
CMMNTOMU, KaKTO 1 Cnep onepauua 3a onpefensaHe Ha KbCHa
pecteHo3a, pa3sutme Ha aHespusma (CMR/CCT), n noasa nau
nporpecua Ha CAD. MpocneassaHeTo Tps6Ba Ja BKOYBA OL|eH-
Ka B cneumanusmpanu ueHtpose 3a ACHD.

4.5.2.6. [lonwaHUmMesHU ce0bpaxeHus
+  Oun3nyecka akKTUBHOCT CNOPT: BMXKTe KnanHa AS (pas-
0en4.5.1).

MpenopbKn 3a MHTEepPBEHUUA NPV HagKnanHa aopTHa
CcTeHo3a

Mpenopbkn Knac® Huso?

Mpwy NaUMeHTN CbC CUMNTOMM (CNOHTAHHW UV NPK
TECT C HaToBapBaHe) U cpepeH [lonnep rpagueHt | C
240 mmHg ce npenopbyBa Xnpyprus.

Mpn nauveHTn cbc cpepeH [lonnep rpagueHT
<40 mmHg xupyprusa ce npenopbusa, Korato ca
Hanve efjHa NN NoBeYe HaxoAKu:
» CvmnTOMM, KOMTO MoOra Aa 6bAaT OTAAAeHU Ha
06CTPYKLYMA (3aAYX NP YCUNE, aHTUHA, CUHKON). | C
+ LV cuctonHa pucoyHkuma (EF <50% 6e3 apyro
obAcHeHwe).
+ Heob6XxoAnMO XMPYpPruyHO NIeYeHne Npu CUrHK-
¢dukaHTHa CAD nnu knanHa 6onecr.

MaumeHTn cbc cpefeH [onnep rpagueHT

>40 mmHg® - Ho 6e3 cumnTomy, LV cuctonHa guc-

dyHKUMA, LVH nnn natonornyHa pabotHa npoba — 119 C
MoXe [la ce Ma NpeABuS KOPeKLWs, KOraTo Xupyp-

TVYHUAT PUCK € HUACBK.

CAD = KopoHapHa apTepuanHa 6onecT; EF = bpakums Ha n3tnacksaHe; LV =
nsABa Kamepa/neBokamepeH/a/o/w; LVH = neBokamepHa xuneptpodus.

@ Knac Ha npenopbKuTe.

b Huso Ha gokasatencreeHocT.

¢ NamepeHuTe ¢ [lonnep rpagmeHTy MoraT Aa HagLeHABaT 06CTPYKUMATa 1
MOraT f1a ce Hy>KAaAT OT NOTBbPXKAEHME C 1ABa CbpAeYHa KaTeTepu3auys.

« BpemeHHocT: BuxTe knanHa AS (pasoden 4.5.1). MauueHTtn
MbBXe 1 XKeHn cbc cnHapom Ha Williams-Beuren n myTtauua
Ha enacTMHOBKA reH nmat 50% puck oT npegasaHe (npeno-
pbuBa ce pamuneH CKPUHWUHT).

+ lMpodunaktnka Ha IE: npenopbyBa ce camo Npu BUCOKO-
PUCKOBU NauuneHTn (BUXKTe pazdesn 3.4.6).

4.5.3. TMopknanHa aopTHa cTeHO3a

4.5.3.1. BwgedeHue U 0OCHOBHA UHOpMAYus

MNMopknanHaTa aopTHa cTeHo3a (SUbAS) HacTbnBa KaTo nsonmpa-
Ha nesns, HO e YecTo CBbp3aHa C aopTHa KnanHa 6onect, VSD,
AVSD, nnu komnnekc Ha Shone (eTaxupaHa o6cTpyKUUA Ha Na-
BOTO cbpue). Moxe Aa ce pa3Bue v cfief KOpUrmpaHe Ha Tesn
ne3uun. MpuumnHaga ce oT ¢pubposeH pvd/npbeTeH B LVOT npok-
CYMaJIHO Ha aopTHaTa Knana unm Kato GubpomycKynHo cTecHe-
Hue. SUbAS TpsabBa fa 6bAe pasrpaHUYeHa OT OGCTPYKTMBHaTa
xunepTpoduryHa KapamommnonaTums.

4.5.3.2.  KnuHu4yHa KapmuHa u ecmecmeeHa esosioyusa
KnuHnuHma xop e cunHo BapuabuneH. Hanuumeto Ha acouumpaHa
CHD, no cneumanHo VSD, e cebp3aHo ¢ nporpecus Ha SUbAS; Bb3pac-
TTa U3rnexga He urpae pons npu 3abonaBaHeTo. AR e yecTa, Ho pAg-
KO XEMOANHAMMYHO 3HauMMa Unu nporpecrpalya.’® Makap v pagko,
“Ma Cbo6LLEHMA 3a BHE3aMHa CMbPT NP NauyeHTn cbe SUbAS.

4.5.3.3. W3epaxoaHe He dudzHo3ama

BvixTte pasdesn 3.3 3a 061U NpUHLMNN.

KnnHnyHaTa Haxogka BKJOYBa MNMaBHO CUCTOMEH LWIYM Ha
M3roHBaHe Mo NABMSA CTepHaneH pbb 6e3 cuctoneH Knuk. [ua-
CTOSMHUAT WYM HacouBa Kbm AR.

« Exokappguorpaduata Busyanmsmpa aHatomus Ha LVOT, aco-
uMMpaHa KnamHa nartonorus, cteneH Ha AR, LV ¢yHkuums,
LVH, n acouumupann nesnn. C Jonnep exokapauorpadus
ce onpepens TeXecTTa Ha cybBanBynapHata o6CTpyKUus,
HO nony4yeHuTe ¢ [lonnep rpagneHTn morar Aa HajueHABaT
06CTPYKUUATA U MOraT a M3MCKBAT MOTBbPX/aBaHe CbC
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CcbpAeyHa KaTteTepusauus. MoHskora e Heobxoguma TOE 3a
no-ao6po AeMOHCTprpaHe Ha MemMbpaHaTa Uy NPbCTEHA.
3D TOE moxe Aa CNOMOrHe 3a XxapakTepusvpaHe Ha KOM-
nnekcHata aHatomua Ha LVOT u 3a ouyeHKa Ha nnowTta Ha
06CTpyKLMATa Ypes nnaHMmeTpus.

+ CMR moxe fa 6bae oT nonsa 3a XxapakTepusauma Ha KOM-
nnekcHute LVOTO aHaToMun, 0COBEHO NP NALMEHTU C NOLL
aKycTuyeH npo3sopeLl.

4.5.3.4. XupypauyHo/kamemwvspHO UHMEPBEHUUOHA/IHO JieHeHue
XMpYpruyHOTO NeyeHne e eanHCTBEHaTa epeKTUBHA MHTEPBEHLMA
1 BKJIIOYBA MbJHA pe3ekums Ha GnubposHua pbb/npbCTeH 1 vacTu
OT MyCKy/HaTa OCHOBA M0 Xofa Ha fABaTa cenTasHa NoBbPXHOCT.
OrbpomycKynHaTta Uy TyHenosuaHaTa SUbAS 13mncKkBa No ekcTeH-
3UBHa pe3eKuura nnm npoueaypa Ha Konno. XvpypruyuHute pesyn-
TaTu ca 4o6pY, HO MOXe Aa HacTbNU pecTeHo3a. [pu NaumeHTn ¢
HUCBK XUPYPryeH pruck v mopdonorus, nogxoaaila 3a Kopekuus,
MparsT 3a UHTEPBEHLMA € NO-HUCBK, OTKONIKOTO NPU aopTHa Knar-
Ha CTeHO033a, Tbi1 KaTo He U3MCKBa MMNaHTaumaA Ha Knana. B cnyyan
Ha yMepeHa unu Texkka AR, aopTHaTa Knana Tpa6sa fa 6bae kopu-
rpaHa nnm cMeHeHa rno Bpeme Ha onepauusTa.

4.5.3.5. [lpenopwKu 3a npociedsgaHe

[OXNBOTHO pefoBHO MNpocseAaBaHe, BKIUYNTENHO exoKap-
anorpadus, e Heobxo[MMO NPU HeonepupaHy, C Len onpege-
NAHe Ha nporpecus Ha ob6cTpykumaTa, AR 1 LV xunepTtpodus,

I'Ipenop'bKVI 3a NHTepBeHUMA nNpu noakrsanHa aopTHa
CTE€HO3a

Mpenopbku Knac®  Hueo®

Mpy NayMeHTN Cbc CUMNTOMM (CMOHTAHHW UK NPX
TeCT C HaToBapBaHe), CbC cpefieH [lonnep rpagu-
eHT >40 mmHg® unn Texka AR ce npenopbusa
Xupyprua.

Mpun 6e3cMMNTOMHY NaumeHTV TpAbBa Aa ce UMa

npeABuA XVPYpPrusa, Korato ca Hanuue efHa unu

noBeye OT C/IeAHNTE HaXOAKM:

+ CpepeH rpagueHT <40 mmHg, Ho LVEF <50%.

- AR e TexKka, a LVESD >50 mm (unu 25 mm/m?
BSA) u/unn EF <50%. lla (

+ CpepHuAat flonnep rpagueHT e =40 mmHgc n e
Hanuue nspaseHa LVH.

+ CpepHuAat Jonnep rpaaneHT e =40 mmHgc un
MMa crnajaHe Ha KpbBHOTO HanAraHe nog U3xoa-
HWTe CTOMHOCTIN NO BPEMe Ha HaToBapBaHe.

Mpn 6e3CMMNTOMHM MaLMEHTU MOXe Aa ce UmMa
npefBvA XUPYpPrusa, Korato ca Hanuue efHa unu
noBeye OT C/IeAHNTE HaXOAKN:

+ CpegHuAaT Jonnep rpagueHT e 240 mmHg,c LV
e HopmanHa (EF >50% v nuncea LVH), paboTHa-
Ta npoba e HopMasHa, a XMPYPIUYHUAT PUCK €
HUCDHK.

+ [porpecnpaHeTo Ha AR e fokymeHTMpaHo, a AR
CTaBa NoBeye OT JieKa (3a NpeBeHLMA Ha AONbI-
HUTENHO NporpecnpaHe).

11b C

AR = aopTHa peryprutauus; BSA = TenecHa noBbpxHocT; EF = ppakuua
Ha n3tnackBaHe; ESC = EBponencko KapavonormyHo apyxectso; LV =
nABa kamepa/kamepeH/a/o/n; LVEF = naBokamepHa ¢ppaKkLma Ha U3Tnack-
BaHe; LVESD = nABoKamepeH KpaeH cucToneH anameTsp; LVH = naBoka-
MepHa xunepTpodus.

@ Knac Ha npenopbKuTe.

b Hugo Ha fokasaTencreeHoCT.

€ VamepeHuTe ¢ [lonnep rpagueHTyt MoraT fa HafUeHABaT 06CTPYKLMATA 1
Morar fja ce Hy»K[asaT OT MOTBbPXKAEHVE Ype3 ifBa CbpAeyHa KaTeTepu3aLms.
d Bk npenopbkute Ha ESC ot 2017 3a noBegeHne Npwu KnanHu 3abons-

BaHI/IFIZS.

dyHKUMA 1 pa3mep. PegoBHO cnefonepaTMBHO NpocneaABaHe
CblLo e HeobXoauMO, 3a OTKpPMBaHE U NpocsiefABaHe Ha KbCHa
pecTeHo3a, nporpecupaiia AR 1 YyCNOXHEHUSA, KaTO apuTmMuu,
cbppaeyeH 6510k u atporeHeH VSD. MpocneasBaHeTo Tps6Ba Aa
BK/tOUBa oueHKa B cneunanusnpadn ACHD ueHTpoBe, a yecTo-
TaTa e CBbp3aHa C OYaKBaHaTa nporpecus Ha bonecTTa.

4.5.3.6. [JonsaHumesHU Co0bpaxxkeHus

«  Ou3nyecka akTUBHOCT/CMOPT: BWXKTe KnanHa AS (pasden
4.5.1).

« bBpemeHHOCT: NpoTBOMNOKa3aHa camo MpW TeXKa CUMMTO-
MaTu4yHa SubAS, npu kKoATo TpAGBa ga ce HanpaBu onepa-
ums npean 6pemeHHoOCT (onepauua TpabBa Aoa ce B3eme
npeasug opu 1 Npu 6e3cMMnTomHa Texxka SUbAS) (BuxTe
pasoden 3.5.7).

«  [lpodunaktnka Ha IE: npenopbuBa ce camo Npu BUCOKO-
PUCKOBYM NAUMeHT (BUXKTe paszoes 3.4.6).

4.6. Koapkrauua Ha aopTtaTa

4.6.1. BbBepeHue N OCHOBHa MH$opmauusa
CoA ce cuuTa 3a 4yacCT OT reHepanusupaHa apTepuonaTus, a
He caMO CTeCHeHue Ha aopTaTa. Ta ce cpelya KaTo AWCKpeTHa
CTeHO3a WK KaTo AbJIbr XMMNOMAAcTUYeH CerMeHT Ha aopTHa-
Ta abra. TunmuHo, CoA e nokanusnpaHa B 0651acTTa, KbAeTo ce
npuKpena OyKTyC apTeprosyc, a caMo B pefKm ciiyyan ce cpeLla
€KTOMMYHO (Bb3X0AALa, HM3X0AALWA UM abAOMUHANHA aopTa).
AcouuunpaHute nesnn BknouysaT BAV (go 85%), aHeBpusma
Ha Bb3xopsLwaTa aopTa, SUbAS, nnu SupraAS, (cynpa) mutpanHa
KnamnHa CcTeHo3a (BKNIOYMTEIHO NapallyTHa MUTpasHa Knana),
KoMmMnekc Ha Shone, nnm KomMnnekcHW BPOAEHU CbpAeYHU fe-
¢dekTn. CoA Mmoxe fa 6bhe cBbp3aHa CbC CUHAPOM Ha Turner n
cuHgpom Ha Williams—Beuren. Mpu nauneHTn ¢ CoA ca gokna-
ABaHW M3BbHCHPLAEYHN CbOOBY aHOMaNNK, BKIOYNTENTHO aHO-
MaJsiHO M3XOXAaHe Ha AsAcHaTa apTepus cybknasusa (B 4-5% ot
clyyauTe), KonatepanHa apTepuanHa LupKynaumsa U BbTpemo-
3bYHKM aHeBpu3MM (B o 10%).

4.6.2. KnuHun4yHa KapTuHa n ectecTBeHa eBonounsa
Mpwn3HaunTe 1 cumnToMUTE 3aBUCAT OT TexkecTTa Ha CoA. MNaun-
eHTU ¢ Texkka CoA 0OMKHOBEHO ce M3ABABAT B paHHa Bb3pacT,
JoKaTo 0cobeHo Nlekn crlydan MoraT fla OCTaHaT Hpasno3Hath
[0 3pana Bb3pacT, korato CoA ce OTKpuBa Npu nscsieaBaHe 3a
apTepuranHa XMnepToHuUs.

KnioyoBu cumntomm morat aa 6baaT rnaBobonne, KbpBeHe
OT HOCa, BYEHe Ha CBAT, WyM B YLINTE, HEAOCTUT Ha Bb3ayX, ab-
LOMMHaNHa aHrviHa, Knayamkaunsa n CTyaeHu Kpaka.

MauymeHTn ¢ CoA, KOUTO JocTuraT JO lOHOLWeCKa Bb3pacT,
nokasBaT Aobpa NpeXxnBAeMoCT A0 Bb3pacT 60 rogmHu. Jbn-
rocpoyHa 3aboneBaeMocCT ce cpelwa obaye 4yecTo, 4O ronsama
cTeneH BbB BPb3Ka C aOPTHU YCNOXKHEHMA 1 NPOABIKUTENTHA
xunepToHun.'83

EctecTBeHaTa eBonoLMA MOXe Aa Oblle YCIIOXKHEHa OT NifiBa
CbpAeYHa HegoCTaTbYHOCT, WHTaKpaHWanHa xemoparua (oT
aHeBpu3ma), IE, aopTHa pynTypa/ancekauns, paHHa KOpoHapHa
1 MO3bYHa CbOBa OONECT, 1 aCOUNNPAHN CbPAEUYHN AedEKTN.

4.6.3. WsrpaxpaHe Ha AnarHosarta
BuxxTe pazden 3.3 3a 06WM NpUHUMNN,

OdUCHO M3MepBaHe Ha KPbBHOTO HafiAraHe Ha ropHUTe
N OONHWTE KPaHUUM Ca MbPBUYHW U3CeABaHNA, KOUTO Ca
Heob6XxoAMMUN NPU BCUUKM MALMEHTN C KOapKTauus. MpagmeHT
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Ha KPbBHOTO HanAraHe MeAy ropHUTe U JONHUTE KpanHULK

(cuctonHo =20 mmHg) ykasBa curHudurkaHtHa CoA. Cnabu

UM OTCHCTBALLM NyNcaunm B JONHUTE KPaHULUW NN paguno-

dbemopanHo NyncoBo 3akbCHEHMe CbLo Nokas3saT CUrHUGU-

KaHTHa KoapKTauus.

+ AM6YnaTopHM M3MepBaHWA Ha KPbBHOTO HanAraHe (gAc-
Ha pbka) ce npenopbyBaT 3a OTKpPUBaHe/NOTBbPKAABa-
He Ha apTepuanHa xunepToHua (24-h cpegHO CUCTONHO
>130 mmHg nnu gnactonHo >80mmHg).

« [lpyrvn Haxofku BKJOYBAT cynpacTtepHaneH Tpun (Mpok-
cMManHa obcTpyKkumaA), MexayckanynapeH (cucTtoneH)
LWYM MU NPOABIKMTENEH WYM (MOpaamn KonaTepanHn Cb-
fose). B cnyyain Ha mHoro neka CoA, wymoBeTe morart a
nUMNcBaT HambJIHO.

+ TopakanHaTa peHTreHOBa HaxofKa MOXe fla ce XapaKTe-
pu3npa C y3ypu Ha TpeTuTe 1 YeTBbpTUTe (0 oCcMuTe) pe-
6pa, AbnKalm ce Ha KonatepanuTe.

+ Exokappuorpaduarta ocurypsasa mHpopmauma no oTHO-
WeHMe Ha pasMoNoXKeHWeTo, CTPYyKTypaTa M CTeneHTa
Ha CoA, LV ¢yHkuua n LVH, npuapykaBawm aHoManmm
M aOpTHU U Cynpa-aopTHU CbAOBMK AnameTpu. [lonnepo-
BMTE rPaANEHTMN He Ca NOAXOAALM 3a N3UNCSIEHNE, KaKTO
npu HaTUBHA Taka W Npu c/iefonepaTMBHa KoapKTauus.
Mpy pa3BUTMETO Ha OGWMPHWM KomnaTepanHu apTepuu,
rpafveHTNTe He ca HafeXKAHMN 1 4YeCTO Ca HeJOOLleHEHN.
Cnep onepatuBHO KOpWUrupaHe WNM CTeHTWpaHe, moraT
[la ce pa3BMAT NOBMLLEHN CKOPOCTM Ha CUCTONHUA KPbBO-
TOK, JOPMN 1 B OTCbCTBME Ha 3HAaYMMO CTeCHeHue, nopa-
AV HamaneH/nvMncBaLy aopTeH KOMMJanaHC U CBbP3aHo C
llonnep Bb3cTaHOBEHO HanAraHe. [pagneHTbT ToraBa ce
HapueHABa. TPaHCCUCTONHUAT KPbBOTOK B HM3XOAALLaTa
aopTa 1 ANACTONHNA peBepc B abhommnHanHaTa aopTa ca
HaxopaKu npu curimdurkaHTHa (re-) CoA.

« CMRn CCT, Bkntousawy 3D peKkoHCTPYKLMA, Ca npeanoynTa-
HWTe HEeMHBA3UBHN METOAM 3a OLIeHKa Ha LAnaTa aopTa npu
nofpacTBaLyM 1 Bb3pacTHu. U aBeTe n3obpasaBaT MACTOTO,
obxBaTa 1 CTerneHTa Ha aOPTHOTO CTECHEHUE, a0pTHaTa Abra
1 CbAoOBeTe Ha rfaBaTa 1 WWATa, NPeA- M NOCTCTEHOTUYHaTa
aopTa n Konatepanute. /I aBaTa MeToAa OTKPMBAT yCIIOXKHe-
HMATA, KaTo aHeBpM3MY, danwvBy aHEBPU3MU, PECTEHO3M
WM OCTaTbYHU CTEHO3M.'84

+ W3o6pasnasaHe Ha MHTpaLepebpanHuTe CbAoOBe € NMoKa3aHo
B CJTyyal Ha CUMMNTOMU U/VAN KNVHUYHW NMPOABY Ha aHeBpU-
3Mn/pynTypa.

+ CbppeyHaTa KaTeTepusauma ¢ maHomeTpua (peak-to-peak
rpagmeHt =20 mmHg) nokasa XeMOAWHAMWYHO 3Hauu-
ma CoA B OTCbCTBMe Ha [obpe pa3BUTU KonaTepanu u ce
M3BbPLUBA B YC/IOBMNATA Ha MHTEPBEHLMOHAHO JiIeYeHue.
TpabBa fa ce oTHenexu, Ye Npv NayMeHTy nog obLya aHec-
Te3nA, MHBa3MBHOTO M3MepBaHe Ha rpagMeHT MoXe fAa
6bAe HefoOLIEHEH.

4.6.4. XupypruyHo/KaTeTbpHO NHTEPBEHLMOHANHO
neyeHve

MokasaHWATa 33 HTEPBEHLWA Ca Pe3loMMpPaHy B Tabnuua fpe-

NOPBKU 3G UHMEPBEHYUA Npu KOAPKMayus u pekoapkmayus Ha

aopmama vi 8bB Queypa 6.

Mpu HaTmeHa COA, KakTO M peKoapKTauma C NoAxoaAaLa
aHaTOMKSA, CTEHTUPAHETO CTaHa JIeYEHMETO Ha MbpPBM M360p
B MHOro ueHTpose 3a ACHD.'®> Mpeanouuta ce ynotpebata
Ha NMOKPWTW CTEHTOBE, NOPAAMN MO-HUCKM Y€CTOTU Ha KPaTKo-
CPOYHUTE M OBJTOCPOYHNTE YCNOKHeHUA.'® Bruoperpaanpa-

MpenopbKu 3a NHTEPBEHLUA NPU KOApKTaLuA N peKo-
apKTauuA Ha aopTaTta

Mpenopbkn Knac® Huso?

KopeKuus Ha KoapKTauua nnv pe-koapkTtayus (xv-
pypryHa uam TpaHcKaTeTbpHa) € nokasaHa npu
XUNEPTOHUYHM NALMEHTUS C NOBUILEH HEVMHBA3U-
BEH rPagueHT MeXay FOPHUTE 1 AOHU KpanHuLu,
NOTBbPAEH C MHBA3WBHW U3MepBaHWA (rpagueHT
peak-to-peak =20 mmHg) ¢ npegnountaHve Kbm
MNHTEPBEHUMOHANHO NleyeHne (CTeHTUPaHe), ako e
TEXHNYECKU Bb3MOXHO.

WNHTepBEHUMOHANHO NleueHmne (CTEHTUpPaAHE) TpA6-
Ba fla Ce Ma NpeABuA Npu NaLMeHTV XMNnepToHn-
umC ¢ 250% CTecHeHKe CNPAMO a0PTHUA ANAMETbP
Ha HVBO Anadparma, AOPY 1N KOraTo MHBA3UBHUAT
peak-to-peak rpagmeHT e <20 mmHg, ako e TexHu-
YeCKM Bb3MOXHO.

Illa C

NHTepBEHUMOHaNHO neyeHne (CTeHTMpaHe) Tpab-

Ba Aa Ce MMa npefBuA NpU HOPMOTEH3VBHMN Ma-

LUMEHTN® C NOBULWEH HEeNHBA3WBEeH rpagneHT, no- lla C
TBbPAEH C MHBa3MBHO M3MmepBaHe (peak-to-peak

220 mmHg), aKo e TeXHNYEeCKN Bb3MOXHO.

NHTepBeHUNOHaNHO neyeHne (CTeHTMPaHe) Moxe
[a ce UMa npeasug NPy HOPMOTEH3NBHM NaLUeH-
™I ¢ = 50% CTeCHeHVe CMPAMO a0PTHUA AMamMeTbp
Ha HMBO Anadparma, JOpW N KOraTo UHBA3UBHUAT
peak-to-peak rpagmeHT e <20 mmHg, aKko e TexHu-
YecKun Bb3MOXHO.

Ilb C

@ Knac Ha npenopbKuTe.

b HuBo Ha gokasatencTaeHocT.

“TpnbBa aa ce B3eMe npeasua ambynaTopHO MOHUTOPUPAHE Ha KPbBHO-
TO HafAraHe Ha AsicHaTa PbKa 3a NMOCTaBsAHE Ha AMarHo3ara X1nepToHus.

LK CTEHTOBE Ca B NpoLecC Ha pa3BUTME, HO Ce NpunaraT rnaBHO

npw geua, Korato ce o4yakBa aopTaTa BCe oule ja HapacTsa.
banoHHa aHrmonnacTuka Npu Bb3pacTHW e NoKa3aHa efuH-

CTBEHO 3a peguiatauua Ha Npean ToBa CTEHTMPaHa aopTa.

[lokaTo XMpypruyHNTE TEXHMKN B AETCKA Bb3PaCT BKIIOY-
BaT pe3eKkumna U aHacTomMo3a Kpaun-B-Kpan, pe3ekuma n pas-
lWMpeHa aHacToMo3a Kpan-B-Kpal, aopToniacTMka C Mpo-
Te3Ha KpbMKa, aopTonnacTMka 4ypes noakfunyeH onen,
WUHTepno3nuna Ha (TybynapeH) rpadTt n TpbboBUAHM (Npecka-
Yawm) 6annac rpadpToBe; CaMO NOC/eAHNUTE LBE TEXHMKU Ca
Nno NPUHLUN Bb3MOXHU Npu Bb3pacTHU. KoHalontn (Tpbbu)
MeXAy Bb3xoAflla-Ao-HU3XOAAWA aopTa morat ga 6baar
npeanouYnTaHn NpW Bb3PacTHU C HebnaronpuATHa aHaTOMMA.
Makap ue XMpypruyHuAT puck npu HeycnokHeHa CoA moxe
noHactosAwem ga 6bvae <1%, ToN HapacTBa CUFHUPUKAHTHO
cnepn Bb3pactta 30-40 roamHu. YBpepaTa Ha rpbOHauHUA
cTbn6 e U3KNUNTENHO pAaKa.'®’

Tl KaTo KOAPKTaLMATa He e NoKanusnpaHa 6onecT Ha aop-
TaTa, acoyMMpaHn 1Ie3nn KOUTO MoraT Aa UMaT HY>KAa OT CTPYK-
TYPHU UHTEpBeHLMM TpAOBa Aa ce UMaT NpeaBua:

+ AcoummpaHa 3HauMma aopTHa KnamnHa CTeHO3a WA peryp-
rutayma (BAV).

+ AHeBpM3Ma Ha Bb3xopgdAlwaTa aopTa C gnameTbp >50 mm
nnn 6bp3a Nporpecra Ha AgnameTbpa.

+  AHeBpu3Ma 1 GanMBM aHEBPM3MM HA MACTOTO Ha NpeamLL-

Ha CoA.

«  CMMNTOMHM UNK rofeMmn aHeBpU3MM Ha Kpbra Ha Willis.

JleueHne Tpab6Ba fa ce U3BBPLLUM B LLEHTPOBE C FoNiAMa OnuT-
HOCT npu neyeHmeTo Ha BCM.
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MoBefeHMe NPy KoapKTaLWA 1 peKoapKTaLms
v
[ ApTepuanHa xunepToHna?? ]
He Ha
v v
[ TpaaveHT peak-to-peak 220 mmHg® ][ TpapmeHT peak-to-peak 220 mmHgP ]
i i i i
He Ha He Ha
v v
NHTepBeHLMA VIHTepBeHuuA
lla *
v v
( >50% CTeCHeHUe Ha aopTaTta‘ I( >50% CTeCHeHMe Ha aopTaTa‘ ]
1 1 1 1
He Ja He Ha
\ 4 v
WNHTepBeHUuA NHTepBeHUuA
llb lla
v v
KoHcepBaTMBHO NeyeHue

®urypa 6: [loBegeHuWe Npu KoapKTaLums 1 peKoapKTaLma Ha aopTara.

CoA= KoapKTaLuA Ha aopTaTa.

@ C uen AnarHoCTMKa TpAbBa fa ce MMaT npenBug aMbynaTopHO KPbBHO HansAraHe Ha AAcHaTa pbKa.

b IHBa31IBHO NOTEbPAEHN HaNAraHUs.
¢ CNpsMO a0PTHUA ArMaMeTbp Ha HUBO Avadparma.

4.6.5. Tlpenopbku 3a npocnepaBaHe
OCTaT'bLWI, nocnencTemAa N yCnoXHeEHUA Cca |/|36poeH|/| no-gony:

ApTepuanHa XMnepToHNA B MOKOW MMM No Bpeme Ha $usn-
YeCKM yrpaKHeHVA e yecTa, Aopy Clef yCnelHo neyeHne, e
Ba)XEH PMCKOB pakTop 3a npexaespemeHHa CAD, KamepHa
AMCcOYHKLMA 1 pynTypa Ha aopTHU Win LepebpanHu aHe-
Bpr3mn.'88

leomeTpmATa Ha Abrata (roTmyecka, Ha3bbeHa, HopmarnHa) n
MO-MaJIKUAT aOPTEH pa3mep B CTEHTUPaAHMA y4acTbK MOXe
[la urpae porns 3a pa3BMTHETO Ha X1MepTOHMUA. Mi3mepBaHe-
TO Ha 24-4acoBo ambynaTOPHO KPbBHO HanAraHe Ha gAcHaTa
pbKa OTKpMBa No-Ao6pe X1NepToHNA, OTKONIKOTO eAHOKpaT-
HOTO U3MepBaHe.'®® 3HaueHMeTo Ha U30oMpaHaTa, UHEYUM-
paHa Npu ycunue XnnepToHns e o6eKT Ha gebar.

MoBuLeH rpafneHT Ha HanAraHe (cuctonmyeH =20 mmHg)
MeXJly FopHUTe 1 AONHWTE KpalHMLM NOoKa3Ba pekoapKTa-
LMA 1 Hanara NHBa3MBHa OLleHKa 3a MOTBbpPXKAaBaHe u ne-
YyeHwe.

JlekapcTBEHOTO NleyeHvie Ha apTepuranHaTa XMnepToHns TpsAo-
Ba fa cnassa MNpenopbkute Ha ESC/ESH ot 2018 rogmHa.'®®
Peumpusupawia unm octatbuyHa CoA MoXe Aa uHAyuumpa
WM BNOWW CUCTEMHA apTepuranHa X1MNepToOHMA N HelHNTe
YCNOXHEHNA.

AHeBpM3MM Ha acueHfeHTHaTa aopTa WM B MACTOTO Ha
WHTEpBEeHLMATa NPeACcTaBAABaT PUCK OT PYNTypa U CMbPT.
KopekuunuTte ¢ Kpbnka (Hanp. ¢ Dacron) ca cBbp3aHu ¢ 0co-
6€eH PYCK OT aHEBPM3MU B MACTOTO Ha KOPEKLMATA, @ HTEp-
No3nLMOHHUTE rpadToBe KPUAT 0COOEH PUCK OT Ganwmsm
aHespu3mK,'! KaTo 1 aBaTa Buga TpA6Ba Aa 6baaT npoce-
[ABaHN PeAOBHO C 06Pa3HN METOAN.

Heobxoanmo e BHUMaHMe Mo OTHOLEHUe Ha BAV, mutpan-
Ha KnanHa 6onect, npexxaepemeHHa CAD, 1 rpo3goBuaHM

aHeBpusmn B Kpbra Ha Willis (He ce npenopbuBa pyTHeH

CKPVHUHT NPy 6€3CMMMITOMHM NaLMeHTN).

Bcuukm naumeHTtn ¢ CoA ce HyxpaAT OT pefoBHO MpoO-
cnepABaHe Hall-manko BefHbX roguiuHo. M3obpasaBaHeTo
Ha aopTaTa (3a npegnouuTtaHe ¢ CMR) e Heobxogumo ¢ uen
AOKYMEHTUPaHe Ha cnef-KopeKkuMoHHaTa Uan cnej-uHtep-
BEeHUMOHaNHaTa aHaTOMUA W YCJIOXKHeHUATa (pecTeHo3a,
aHeBpu3ma, obpasyBaHe Ha ¢anwwusa aHeBpusma). Mpeno-
pbyaHUTe MHTEpBanM Ha M306pa3nTenHo u3cnefBaHe ca
Hal-4yecTo Ha BCeKM 3-5 roANHM, HO 3aBMCAT CbLUO 1 OT ba-
3anHaTa natosnorus.

4.6.6. [lonbnHUTENHN CbOGpPaXKeHUNA

«  Ousnyecka aKTMBHOCT/CMOPT: MauynMeHTU 6€3 ocTaTbuHa
06CTPYKUMA, KOUTO Ca HOPMOTEH3VBHY B MOKOW 1 npwu
HaToBapBaHe, MoraT OOVMKHOBEHO fAa BOAAT HOPMasHO
aKTMBEH UBOT 6e3 orpaHunyeHus. MayneHTn ¢ apTepu-
afnHa XUNepToHMA, OCTaTbyHa OBGCTPYKUMA WAN Lpyru
YCNOXHEHUA TpA6Ba fa M36ArBaT TEXKW M3OMETPUUYHMU
yrnpaxHeHUs, MPONOPUMOHANHO Ha TEXeCTTa Ha TexHuTe
npobnemm.

- bpemeHHoCT: cneg ycnewHo neuyeHne Ha CoA, mMHOro
XKeHu TonepupaT 6pemeHHOCT 6e3 cblyecTBeHN nNpobre-
mMu*3 Cneumanto, xeHu ¢ HekopurupaHa CoA — HO CblLO U
Te3U cnef KopurmpaHe c aptepuranHa XunepToHus, ocTa-
TbyHa COA, NN aOPTHU aHEBPU3MU — UMAT NMOBULLEH PUCK
OT aOpTHa pPynTypa 1 pynTypa Ha MO3byHa aHEBPU3MA MO
Bpeme Ha 6pemeHHOCT 1 paxpaaHe. MIma cbobleHuns Ha
Mo-rofifiMa YecToTa Ha HEeLOHOCEHOCT U XUMEPTOHWNYHN
HapyweHun'®? (BuxkTe pazden 3.5.7).

+ Mpodunaktuka Ha IE: npenopbyuBa ce camo Mpu BUCOKO-
PUCKOBY NaLUeHTn (BUXKTe pasodes 3.4.6).
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4.7. Aoptonatum

4.71. CuHppom Ha MapdaH n cpogHun
HacnepcTBeHn 6onecTun Ha rpbAHaTa aopTa

4.7.1.1.  BwsedeHue U OCHOBHA UHpopMayus
CrvHapoMbT Ha Marfan e MPOTOTUNBT Ha CMHAPOMHU Hacnea-
CcTBeHU 3abonsaBaHWA Ha rpbAgHaTta aopTa (HTAD), o6xBalialy
KNMHWYHa 1 FeHeTMYHa XeTeporeHHa rpyna HapyweHua ¢ obuy
3HaMeHaTeN aHeBpM3Ma UK JrceKauma Ha TopakaiHaTta aopTa.
KakTo CMHOPOMHMTE, Taka M HECUHAPOMHUTE (M U30NIMPaHMK)
dopmun Ha HTAD ca yacT OT KIIMHNYHMA CNEeKTbpP, CbC 3HAUUTEN-
HO MPWNOKPMBaHe MeXAY Pa3nnyHUTE BapuaHTu.

3a noeye MOAPOOBHOCTM BBLPXY PasNNYHWUTE CUHAPOMM,
mona usnonssante lNpenopbkute Ha ESC 2014 Bbpxy aopTHa
60nect'®® N KOHCEHCYCEeH AOKYMEHT BbPXY FEeHETUYHOTO TecT-
BaHe npu ACHD/HTAD.'*® Tbi1 KaTo noBeyeTo Aela ¢ NpeauMHO
CMHAPOMHUN dopmu Ha HTAD we 6baat HacoyeHn kbm ACHD
CTPYKTYpU B 3pAna Bb3pacT, Te3un lpenopbku ce dokycupat
BBPXY CneundUYHN CbpAEYHOCHAOBMN YCNoXHeHnA. CuHapo-
MBT Ha Marfan ce cuuta 3a mopen Ha 3abonABaHeTo — Apyru
CUHAPOMMU Ce CMOMEHABaT, B C/lyyall Ha BaXKHW Pa3fnkm CnpsaMo
cMHApoma Ha Marfan.

4.7.1.2.  KnuHu4yHa u3gea u ecmecmeeHa esosioyus

Bbnpekn ye bonectute Ha rpbAHATa aopTa — UM aHEBPU3MU
OTKPUTU CbC CKPUHWUHT UIN AUCEKaUWA B YCNIOBUATA Ha CreL-
HOCT — @ OCHOBHaTa XapaKTepucTiKka npu cuHgpom Ha Marfan/
HTAD, eKkcTpa-aopTHUTE XapaKTepUCTUKN B CKeneTHaTa/o4yHaTa
opraHHa cuctema morart ga 6baaT KnoubT KbM ArarHosata npu
HAKOW MaLMeHTN.

MporHo3ata npu otaenHn HTAD ce onpepensa Han-Beye oT
nporpecrpaliata gunaTtauva Ha aopTtaTa, Bogela A0 aopTHa
avcekauus unu pynTypa. lNporHosarta Bapupa cnopep nogse-
Xawwma reHeTnyeH gedekT. CpefHaTa Bb3pacT Ha CMbPTTa Npu
MauneHTN C HenleKyBaH cHApPOM Ha Marfan e <40 roguHu, Ho
MOXe fa ce npubnmxm fo Tasm Ha obuiata nonynaums npu na-
LUMeHTU, NPy KOUTO AnarHo3aTta e M3BeCTHa U KOWTO ca NeKyBa-
HU NpaBunHo.2%4 Mo-peakn CbpaeyHO-CbAOBU NPUUUHKN 3a
CMBPT BKJIIOYBAT CbpfleuHa HegocTaTbyHocT 1 SCD.?°

Mpu cnHgpom Ha Marfan, rnaBHaTa geTepMrHaHTa Ha aopT-
Ha gucekauus Tvn A e AMaMeTbpbT Ha AOPTHUA KOPEH C Mno-
BULLEH PUCK OT pynTypa =50 mm.'** [pyru puckosu dakTopm
BK/ouBaT GpaMmiiHa aHaMHe3a 3a aOpTHa AUceKaLuusa Npu HACHK
amameTbp,'® ckopocT Ha HapacTBaHe Ha aOPTHUA KOpeH, Bpe-
MEHHOCT U XUnepToHuA. M3HMKBaT u TpAbBa fa ce nmaT npea-
BWA HapacTBaly, Opoli JoKa3aTeNncTBa 3a reHHo-6a3npaHmn pas-
NINKK 3@ a0PTHUA pUCK. ipyrn YacTm Ha aopTaTta — UK B CilyYas
C HAKOW BUJOBE, rofieMy pa3KiioHEHMsA— MOraT CbLLo Ja Ce Anna-
TUpaT Un gruceKkmpar.

HannumeTto Ha 3HauMMa aopTHa, TPUKYCNMAANHa UM MUT-
panHa peryprutauus — cBbp3aHa OOMKHOBEHO C KnaneH npo-
Nlanc — MoXe Aa aoBefe 10 KaMepHO 06eMHHO obpemeHsBaHe.
BcbuHocT, LV 6onect Moxe Aa HacTbNu 1 HE3aBMUCKMMO OT Kian-
HaTa AuchyHKUMA, KaTo MoXe fJa 6bae cBbp3aHa C apuUTMUS.
MwuTpanHuAaT KnaneH Nponanc Npu nauveHTn cbC CUHAPOM Ha
Marfan ce maHudecTrpa paHo 1 nporpecrpa Ao TeXKa peryp-
rmTauus, Heo6xoaMMOoCT oT xupyprus u IE no-paHo ot ngmnona-
TUYHMA MUTPASEH KnaneH nponanc.'®®

4.7.1.3. UW3epax0aHe Ha OuazHo3ama

PaHHaTa nageHTndMKaLmMa 1 N3rpaxkaaHeTo Ha KOHKpeTHaTa au-
arHosa Mma peluaBallo 3HayeHue, Tbil KaTo NpodunakTMyHaTa
XVPYpPrusa Moxe Aa npefoTBpaTh aopTHa Aucekauma u pynTypa.

ToBa M3KMCKBa MOAXOL C MYNTUAUCLMUMAVMHAPEH €KUM C WHTe-
rpauvs Ha KIAVHUYHUA 1 reHeTnYHn Haxodku.'” [lnarHosata Ha
cnHapom Ha Marfan ce 6a3upa Ha Kputepunte Ha Ghent, KaTo
aHeBpU3MaTa Ha a0PTHUA KOpeHa/AnceKaumaTa u eKTonuaATa Ha
newjata ca KapauHanHu npmsHaun.'®® Kputepun 3a gpyrn HTAD
3abonsaBaHUA ca no-cnabo geduHrpaHu.

TecTyBaHeTO Ha reHHWs NaHes Ma 3HauyeHMe 3a NoTBbPXKAaBa-

He Ha AMarHosaTa 1 3a pbKOBOJEHe Ha NnoBefieHneTo. YectoTaTa

Ha MyTauus Npu CMHAPOMHM dopMM e No-BrCoKa (> 90%), oT-

KOJIKOTO Npu HECMHAPOMHU eauHuLm (20-30%).'°° Cnep KaTo ce

NAEHTMOMLMPA NAaTOTeHeH BapuaHT, MPECVMNTOMHUAT reHeTu-

UEH CKPUHMHT Ha YfIeHOBETE Ha CEMENCTBOTO € 3aAb/KUTENEH,

3a la 6bJie MO3BOJIEH PaHeH 1 NPaBUEH NOAXOA.

« Exokappuorpadcka oLeHKa Ha aopTHMA KopeH TpsAb6sa Aa
BK/OYUBA M3MEPBAHUA B MACTOTO Ha NPbCTEHA, CMHYCUTE,
CMHOTYOynapHaTa Bpb3Ka, AWCTanHaTa Bb3XOAAlWA 4YacT,
Abrata 1 HU3XOAALWMTE YacTU Ha TopakanHaTta aopTa. Mpu
Bb3pacTHUTE Ce NMpernopbyBa M3MEpBaHe B Kpas Ha Auac-
TOMaTa upe3 U3ros3BaHe Ha MPUHUMMA BOAELY JO BOAeLy
pb6. MonyyeHnTe cTOMHOCTY TpsAbBa Aa 6bAAT KopUrnpaHn
3a Bb3pacTTa, Nona 1 pa3Mepa Ha TANOTO Ha CbOTBETHOTO
nnue, Ype3 U3Mon3BaHe Ha CTaHZapTM3vpaHW HOMOrpa-
Mr.200291 KnanHata mopdonorusa (Mponanc Ha MmuTpanHaTa
Knana, BAV) n ¢yHKuus TpAbBa aa 6bAaT OLEHEHU, KaKTo 1
HanuuneTo Ha PDA. LV pa3mep 1 ¢yHKUUA Tps6Ba Aa 6baat
W3CNefBaHn Cropes CTaHLapTHUTE NPENopPbKU.

«  Tpna6ea ga ce Hanpasu CMR nnn CCT aHrnorpadus ot rnasa-
Ta O Ta3a Npu BCEKMN MaUUEHT Ha U3XOAHO HMBO, OCUTYps-
BalKM n306pa3ABaHe Ha LAnaTa aopTa U pasKioHABaLmUTE
ce cbpoBe. B fonbnHeHne KbM U3MeEPBaAHETO Ha aopTHUTE
AnameTpu, MHGopmMaumAaTa 3a M3BUTOCT (TOPTYO3HOCT) Ha
aopTHaTa/BepTebpanHaTa apTepms e Ba)kHa 3a AUarHOCTUY-
HW 1 NPOrHOCTUYHY Lienn, 202203

«  XonTep MoHuUTOpMpaHe TpAGBa Aa Ce 13BbPLIBA NPU NaLu-
€HTW CbC CUMMNTOMMU, Tb KaTo MOraT fla HaCTbNAT KaMePHH
apuUTMUK, NPOBOAHM HapyweHuna n SCD.

4.7.1.4. MeoukameHmo3Ha mepanus
Bbnpeku ye He ca yCTaHOBEHU HamasieHWe Ha CMbPTHOCTTa UK
CTereHTa Ha AnCeKLMsA B HAKOE NpoyyBaHe, 6eTa-6nokepute oc-
TaBaT OCHOBAaTa 3a MEAUKAMEHTO3HOTO NeyeHre Npu NauneHTn
¢ Marfan/HTAD, HamanaBaHeTO Ha HanpeyYHWs CTpec Ha cTeHaTa
M CKOPOCTTa Ha pacTeX Ha aopTaTta.?®* CTpMKTHOTO aHTUXMNep-
TEH3VBHO NleYeHue, MaLLo 3a Len 24-yacoBo ambynaTopHo cuc-
TOSIMYHO KPbBHO HanaraHe <130 mmHg (110 mmHg npw naum-
€HTW C AnCeKaL s Ha aopTaTa) e BaXKHO, BbMpPeKU Ye HAMa faHHU
yCTaHOBABALLM TOYHWTE Nparose Ha HanAraHe. He e gokasaHo,
ye ARB nmat no-go6bp edeKT B CpaBHEHUE ¢ beTa-b6nokepu nnm
B JOMbJIHEHNE KbM 6eTa-611oKepun B HAKONKO NPOYyYBaHMWsA, HO
MOXe [ia ce pa3rnexgaT KaTo afTepHaTMBa Npu NauneHTn ¢ He-
MOHOCMMOCT KbM 6eTa-610kepn.2%>2%6 MeankameHTO3HOTO fe-
YyeHue TpsAbBa Aa 6bae NPOABIIXKEHO Cief onepaumaTa.
TekywwuTe MeTa-aHanM3n Ha U3NUTBAHUA C MeAKaMeHTO3HO
fleyeHne mMorart Ja nomorHart 3a gedbuHnpaHeTo Ha noarpynu —
Bb3 OCHOBA Ha FeHETUYHU U KIUHWYHW JAHHW — KOUTO MMaT
nonsa ot cneynduyHo nederne.?”’ Tbii KAaTo He Ca MPOBEXAAH
MeAnKaMeHTO3HM npoyuBaHua npu He-MapdaH HTAD, obuk-
HOBEHO Ce NpriemMa MeaNKaMeHTO3HOTO NeyeHre OT AaHHW Npu
Marfan.

4.7.1.5.  Xupypeu4Ho neyeHue
MNMoka3aHusATa 3a MHTepBeHUUA ca 0606ueHn B Mpenopbkuy 3a
CbpAeyHa XMpyprus B Tabnmuarta npy aopTonaTuu.
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MNpodurnakTMyHaTa XMPYpPrua Ha aOPTHUA KOPEH € eAnH-
CTBEHOTO AePUHUTUBHO NeyeHne 3a NpeBeHUMA Ha aopT-
HaTa Aucekauua npu cMHapom Ha Marfan u cboTBeTHuTe
HTADs. NMpu nayneHT C aHaTOMUYHO HOPMasiHa aopTHa Kna-
Ma N HUCKOCTENEHHAa peryprutauns, KnarnHo-cnecTsaBalyaTa
CMAHA Ha AOPTHUA KOpeH ¢ fJakpoHoBa (Dacron) npotesa
MU pevMniaHTauusa Ha KOpPOHapHWUTE apTepun B npoTe3arta
(npouepypa Ha David) cTaHa npepnouuTaHa XMpyprudHa
npoueaypa ¢ 4O6pK AbATOCPOYHMN pe3ynTaT, BKIOUNTENTHO
npv nauneHTn ¢ Marfan.'?3208 Kom6YHMpPaHOTO 3aMeCcTBaLLO
npoTe3npaHe, 0OMKHOBEHO C MeXaHWYHa KJana, e no-Abi-
roTpaiHa anTepHaTVBa, HO HAaWCTMHA M3MCKBA JOXMBOTHA
aHTMKoarynauus. PelweHneTo Kos TexHuKa aa 6bae n3nons-
BaHa TpsAbBa fa ce B3eme Ha MHAUBMAyanHa 6asa, a npea-
NoyYMTaHUATA Ha NaLUMeHTa 1 XMPYPrUYHMAT onnuT TpAbBa Aa
6baat B3eTu Nnpeasna.2°°

Marfan n cborBeTHUTEe HTADS Cca CBbp3aHu C pUCK OT pe-
AvceKauua 1 peynamnBrpalla aHeBpr3ma B gucTanHaTa aopTa,
0co6eHO NpU NauueHTy ¢ NpeawecTeala avcekaums.2'%2" C
nogobpeHaTa OYakBaHa NPEXUBAEMOCT, Te3U YCIOKHEHUSA
cera HacTbneaT no-yecto. OTKpMTaTa aopTHa XUPYpPrua oc-
TaBa NpeAnoYnTaH MeToA 3a JSleueHne Ha AWCTanHaTa aopTHA
6onect, Makap 4ye xubpuaHuTe NMpoUeaypu C BbTPECHAOBO
CTEHTUpPaHe, KbAETO € Bb3MOXHO MPOKCMMANIHO MiacupaHe
B JlaKpoHOBa Tpbba, 61U MOrno fa ce ce B3eMe npeasus npu
nog6paHu cnyyau.

4.7.1.6. [lpenopwsKu 3a npocsieds8aHe

Heob6xoanmo e fOXXUBOTHO 1 PeAOBHO MYNTUANCUMNIVHAPHO

npocneasBaHe B eKcrnepTeH LeHTbp. Exokapauorpaduara un

CCT/CMR ca oCHOBHU1TE U3CeABaHuUA.

4.7.1.7. Hdonwvanumentu cvobpadicenus

«  Ou3nuyecka akTUBHOCT/CMOPT: NaUneHTUTe TpA6Ba Aa 6vaaT
nocbBeTBaHU fa 136AreaT HaTOBapBaHUA C MaKCMManeH Ka-
naumnTeT, CbCTe3aTeNIHN, KOHTAaKTHU U M30OMETPUYHM CNOPTO-
Be. M3uncnsaBaHe Ha pucka Ha 6a3aTa Ha aOpTHUA pa3mep e
npeanoxeHo ot Budts et al.?*

+ bpemeHHOCT: nNpu reHetnyHo notebpaeH Marfan/HTAD,
nma 50% puck oT npegaBaHe N MPU MbXKe, U NPU XKeHW.
Heobxogmma e cBoeBpeMeHHa reHeTMYHa KOHCymnTauums.
’KeHun c guameTbp Ha aopTHUA KopeH >45 mm ce yb6exaa-
BaT KaTeropnyHo fa He 3abpemeHsBaT 6e3 npepLwecTsallo
KopurupaHe, nopaan MoBULLIEHWA PUCK OT Aucekauma.*3
AopTeH KopeH C aAnameTbp <40 mm pAgKo npepcraBna-
Ba Npob6sieM, Makap 4Ye HanbiHO 6e30MaceH AMaMeTbp He
cbuecTByBa. C aopTeH KopeH 40-45 mm, npeaunwwHO Hapa-
CTBaHe Ha aopTaTta U pammiiHa aHaMHe3a ca BaXkKHU paKTo-
pu, KOraTo ce UMa npeaBuA Kopekumsa npean 3abpemens-
BaHe. Cnep KopurmpaHe Ha Bb3xoasallaTa aopTa, NauneHTu
¢ Marfan octaBaT € pUCK OT AMCeKauusa Ha ocTaTbyHaTa
aopTa (BUXKTe pazoes 3.5.7).

«  [podunaktuka Ha IE: npenopbyBa ce camo Mpu BUCOKO-
PUCKOBM NaUneHTn (BUXKTe paszoes 3.4.6).

4.7.2. BukycnupHa aopTHa 6onect

B 3aBucumocT ot goknageaHute cepuu, 20-84% oT naumeHTuTe
¢ BAV wwe pasBuAT gunartaums Ha acueHaeHTaTa aopTa,?'? koeto
nokasBa ye BAV TpsbBa fa ce pa3rnexaa KaTo YyacT OT CMEKTbpP
BaJIBY/I0-a0OpPTONATM M Ye NO-TMIOAXOAAL TEPMUH MOXe fAa e
6uKycnuaHaTa aopTHa 6onect. HesaBucMo OT TOBa, Ye OTHO-
CUTENTHUAT NPWHOC Ha reHETUYHWN aHOManuM Ha CTeHaTa 1 Hapy-
LeHa XeMOAVHaMVKa 0CTaBaT 06eKT Ha crop, BEpPOATHO 1 ABaTa
dakTopa yyacTsart.

Mpw nunca Ha 3HaYMMa KfanHa AUCPYHKLMSA, aopTHaTa an-
naTauuA B yCNoBMATa Ha BuKycnupHa aopTHa 6onect TUNNYHO
npotudya 6es3cumntoMHo. C HapacTBawua AnameTbp, obaue,
PUCKBT OT OCTpa AMceKauua HapacTBa. B cpaBHeHue ¢ obwaTta
nonynauus, yectotaTa Ha AUCEKLUATA NPU NaLUeHTU C BuKyc-
nugHa aopTHa 6onecT e ocem NMbTU MNO-BUCOKA, KOETO B abCo-
JIOTHM CTOMHOCTUN € HUCBK puck (31/100 000 naumeHTn roami-
HO)'72176213 |1 MHOrO NO-HUCHK, oTKoNKoTo npu Marfan/HTAD.
O6cepBaLMOHHY NPOYYBaHMA NOKa3BaT, Ye KIVHUYHUAT 13X0A
npv NauneHTn ¢ GUKYCNMAHa aOPTHa KJlana e No-CxXofeH ¢ To3n
cpep obLWOTOo HaceseHne C aHEBPM3MIY 1 NpefCcTaBABa No-Ao-
6pokayecTseHa aopTonaTua npu Marfan/HTAD.!76:214

CoA e cBbp3aHa C NOBULLIEH PUCK 3a AuceKauma.?’

3a u3rpaxzaHe Ha AuarHosata BuKTe paszdesn 4.7.1.3.

[o cera, HAMa AOKa3aTeNICTBa 3a MEAMKAMEHTO3HO JleyeHue
Ha aopTHaTa AwnaTtauus B YCJIOBUATA Ha BMKycnugHa aopTHa
60necT, HoO MoXe 61 e pa3yMHo fia ce nmart npeasug 6eta 650-
kepu unu ARBs KaTo nieueHne OT MbpBU U360 3a apTepuranHa
XUNEPTOHMS.

MNMoka3aHuATa 3a MHTepBeHUUA ca 06o6LeHN B TabnuuaTta
lpenopwvKu 3a dopmHa xupypaus npu aopmonamud.

®amunHocTTa Ha BAV e 6rna ACHO yCTaHOBEHA C yecToTa
5-10% npwn poAHWHWM OT MbpBa CTEMEH B Pa3fNYHN NPOYYBa-
HMA.2'® MpenopbyuBa ce 1 MOXe [1a e NOAXOAALL eXOKapAuo-
rpadCKmM CKPUHWHT NPV POAHUHM MbPBA CTEMeH Ha MauueHTu ¢
BAV, ocob6eHo npu momueTa, Npu CNopTUCTUA U aKO € Hanmue Xu-
nepToHUs. Peikn NaToreHHN BapraHTyX B pefnLa reHm npeacra-
BNABAT <5% OT BCMYKM CNlyyamn Ha bruKycnmaHa aopTHa 6onect n
PYTUHHO FreHETNYHO M3CNefBaHe B TakaBa CUTyauus He e MoKa-
3aHO, HO MOXe [ja Ce B3eMe Nnpeasug npv GamuiHm ciyyan.'40

Hsima gaHHM 3a p1cKa OT AuceKaums cBbp3aH ¢ GpeMeHHOCT
npv »eHn ¢ gunatnpaHa aopta. Cnopen lMpenopwsku Ha ESC 2018
3a nogedeHUeMo npu cepO0eyHOCLO0B8U 3a601A8AHUSA NO 8peMe Ha
6pemeHHOCM,*® xeHuTe TpAGBa Aa 6bAaT CbBETBAHW MPOTUB
3abpemeHsBaHe, KOraTo aOPTHUAT AnameTbp e >50 mm.

3a neueHne Ha AR, BuxTe lIpenopoku Ha ESC/EACTS 2017 3a
nogederue npu KaanHa cepdedHa 6onecm.>

4.7.3. CuHpgpom Ha Turner
CuHppoMbT Ha Turner e cneAcTBME Ha YaCTUYHA UKW MbJIHA MO-
HO30MMA Ha X-Xxpomo3omaTa ¢ yectoTa 1 ot 2500 xknsopoaeHu
x)eHn.2' Turner CUHAPOM Ce CbyeTaBa C HUCHK PbCT, 3abaBeH
nybepTteT, oBapvanHa AWCTUHE3WA, XUNEepProHafoTPONeH Xu-
noroHagunsbm, 6e3nnoaune, BPOAEHN CbpLAeYHN Manpopmaumu,
3axapeH AanabeTt, ocTeonoposa 1 aBTOMMYHHUW HapyweHusa. CHD,
HacTbnBaWwwy B NpubnusnTenHo 50% OT XeHUTe CbC CUHAPOM
Ha Turner, BKMoYBa BMCOKa yecToTa Ha BAV, CoA, yacTmyHo
aHoMasHo BnuBaHe Ha 6enoapobHu BeHw, naa SVC, yabxeHa
TpaHCBep3asiHa aopTHa Abra, gunatauuns Ha 6paxmouedanHute
apTepun 1 aopTHa agunatauma. MNpeasug Tasm BUCOKa YecToTa
Ha aHOMaNMnTe, BCAKA KEHA CbC CMHAPOM Ha Turner TpabBa aa
6bhe npernegaHa noHe BefHbX OT Kapavonor.?'’ [opw v npu
nunca Ha CHD, Bcnukn nnua cbc cuHapom Ha Turner mmart re-
HepanusnpaHa apTepuonaTtna, a CMHAPOMBT Ha Turner e cam no
cebe cu He3aBUCUM PUCKOB $aKTop 3a Aunatauus Ha Topakan-
HaTa aopTa. AopTHa aucekauma (v Tun A, n Tun B) HacTbnBaTt B
npu6nmsntenHo 40 Ha 100 000 YOBEKO-FOAMHM, B CPaBHEHME C 6
Ha 100 000 roguuu B obwara nonynayms.'®

3a nsrpaxpgaHe Ha guarHo3aTa, BUxTe pasoesn 4.7.1.3.

WNHAnKauumn 3a nHTepBeHUUA ca 0606weHn B [Ipenopoku 3a
aopmHa xupypausa 8 mabauyama 3a aopmonamuume.

C HanpeabKa Ha NOMOLHWTE PenpPOAYyKTUBHA TEXHONOMUA U
LapABaAHETO Ha OBOLUTM, HApacTBaLy 6POW KeHM CbC CMHAPOM
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MpenopbKu 3a aOpTHa XMPYPruA npy aopTonaTuu

Mpenopbkn Knac?® Hueo®
CuHapom Ha Mapdan n HTAD

Kopekuua Ha aopTHaTa Knana upes peMmmnnaHTa-

LuuATa AN pemoaennpaHe C TEXHKaTa Ha aopTHa

aHysnoniacTmka ce npenopbyBa NPy MAagn naum-

€HTU CbC CMHAPOM Ha Marfan nnu npugpyxasa- | C
wute HTAD ¢ gnnaTauma Ha aOPTHUA KOPEH 1 Tpu-

KYCMWAHN aOPTHW KNamnu, KOraTo ca U3BbpLUIEHN OT

ONMUTHUN XUPYP3MW.

Xvpyprus e nokasaHa Npu MayMeHTV CbC CUHA-
poma Ha MapdaH, KoUTo nMaT 60/1eCT Ha A0PTHMUA
KOPEH C MaKcMManeH JnameTbp Ha aOPTHUA CU-
Hyc =50 mm.©

Xupyprusa Tpa6Ba Aa ce Ma NpeaBua Npu NaumneH-

TN CbC CMHAPOM Ha Marfan, konto nmat 6onect Ha

A0PTHUA KOPEH C MaKCMMarneH AuameTbp Ha aopT- lla C
HUA CUHYC =45 mMC 1 JOMbAHUTENHN PUCKOBU

c|>aKTop|/|.d

Xupyprusa TpAa6Ba Aa ce Ma NpeaBua Npu naumneH-

™ ¢ TGFBR1 nnu TGFBR2 myTtauma (BKNiounTenHo

cnHapom Ha Loeys-Dietz) kouTto umat 6onect Ha lla C
A0PTHUA KOPEH C MaKCMMaieH AUamMeTbp Ha aopT-

HUA CUHYC >45mm.©

BukycnnaHa aopTHa 6onecr

AopTHa XMpyprusa TpsbBa Aa ce Mma nNpefBua, ako

Bb3XOAALLaTa aopTa e:

+ =50 mm Npu HanMumeTo Ha BUKycNMAHa Knana ¢
OOMbAHNUTENHN PUCKOBM GaKTOpUE MK Koapk-
Tayma.

+ =55 mm npu BCUYKM APYrn NaLMeHTn.

lla C

CuHgpom Ha Turner

MnaHoBa XMpyprua 3a aHeBpM3MM Ha aOPTHUA KO-

peH n/vunu Bb3xoaswaTa aopTa TpA6Ba Aa ce uma

npefBuA NPU XXeHN CbC CUHAPOM Ha Turner, Kou-

TO ca >16-rognwHa Bb3pacT, NMaT MHAEKCMpPaH lla C
pa3smepa Ha BbaxofAllaTa aopTa >25 mm/m?, 1

nmar npmqum(asau.m puckoBu pakTopu 3a aOpTHA

Ancekayms.

MnaHoBa XMpyprua 3a aHeBpY3MmM Ha aOPTHUA KO-

peH n/unun Bb3xogdAlaTa aopTa Moxe Ja ce nma

npeaBuA NPV XeHN CbC CMHAPOM Ha Turner, KOUTo

ca >16-roguwHa Bb3pacT, MaT UHAEKCMpPaH pas- 11b C
Mepa Ha Bb3XxopasAllaTa aopTa >25 mm/m?, u Ha-

MaT NpuApY»KaBaluy PUCKOBM GpaKkTopu 3a aopTHa

Ancekayms.

AR = aopTHa peryprutauus; BAV = 6ukycnugHa aopTHa knana; ECG =
enekTpoKapanorpama; BSA = tenecHa noBbpxHocT; COA = ckoapKTauma
Ha aopTata; HTAD = HacnefcTBeHa 6051eCT Ha TOpaKanHaTa aopTa.

@ Knac Ha npenopbKuTe.

b HuBo Ha gokasaTencTaeHoCT.

¢ B abcontoTHUTe Kpanwa Ha BSA, npenopbyuaHnTe CTOMHOCTM MoraT fia
M3UCKBAT NOAXOAALLO NPUroAsBaHe

d @amunHa aHamHe3a 3a A0pTHa AMceKaumns Npu ManbK guameTsbp (Mnv
NMYHa aHaMHe3a 3a CMOoHTaHHa Cbfj0Ba AMCeKaLys), nporpecupalya AR,
XKenaHue 3a 6peMeHHOCT, HeKOHTPOIMPaHa XMNePTOHNA U/UNn HapacT-
BaHe Ha aopTHUA pa3mep >3 mm/roguHa (NP1 NOBTOPHN N3MepPBaHNA C
n3nonssaHe Ha cblyna ECG- KoHTponepaH npo3opel Ha n3obpasnsaHe,
M3MepBaH Ha CbLIOTO aOPTHO HMBO, CbC CPABHEHME CTPaHa B CTpaHa u
NoTBbPX/JaBaHe OT ipyra TeXHUKa).

€ DammnHa aHaMHe3a 3a a0PTHa JUCEKaLMA NPU MaTbK ANAaMeTbp, Kena-
HVe 32 BPEMEHHOCT, CUCTEMHA XUNEPTOHUA U/UNN HapacTBaHe Ha aopT-
HUA pa3mep >3 mm/roguHa (Mpu NOBTOPHW N3MePBaHWA C U3NON3BaHe
Ha cbwmna ECG- KoHTponmnpaH Nnpo3opeL, Ha n306pasaBaHe, 3MepBaH Ha
CHLIOTO AOPTHO HMBO CHC CPABHEHVE CTPaHa B CTPaHa 1 MOTBbPXKAaBa-
He OT ipyra TeXHUKa).

i:Y\" enoHrauua Ha TpaHceep3anHata aopTa, COA n/vnu XxmnepToHuA.

Ha Turner cera moraT fJa 3abpemeHesT. Hanmumeto Ha aopTHa
auvnatauma u BCM noswuwaBaT prckoBeTe Ha 6peMeHHOCTTa 1
YeHuTe CbC CMHAPOM Ha Turner Cblyo ca C NOBULLIEH PUCK OT XU-
NepPTOHUYHW HapyLUEHWS, BKIIOUMTENHO NpeeKknamncusa. Bcnuku
KEHU CbC CUHAPOM Ha Turner TpsA6Ba Aa 6bAAT KOHCYNTUPAHM
OTHOCHO NOBWLLEHNA CbPAEYHOCHAOB PUCK Ha BpeMeHHOCTTa 1
neyeHneTo 3a GpemeHHOCT.?

4.8. OO6GCTPYKUUNA B U3XOAHUA TPAKT

4.8.1.

Ha AACHATa KaMepa

BbBeaeHMe 1 0CHOBHa nH$opmaunsa

RVOTO moxe fa HacTbnu Ha cybuHdyHanbynHo, uHdyHanobyn-
HO, KNarHo WAn HagKManHo HUBO.

CybuHdyHambynHaTta cteHo3a, unm DCRV, e cBbp3aHa yecTo ¢
VSD. [puyrHeHa e OT CTeCHeHMe MeXay M3MbKHaNu v xmnep-
Tpodpanu MycKynHU CHoMoBe uUnn pbOoBe, KOUTO paspensaT
xvneptpodurpanmte 1 C BUCOKO HansraHe BXoAHa W anukarn-
HaTa 4YacT Ha RV oT HexunepTpodupana, C HACKO HanaraHe, 1
HeobCTpyKTMBHaTa MHOYHAMBYNapHa YacT Ha RV.21°
NHdyHanbynapHaTa cTeHO3a 0OGMKHOBEHO HAacTbMNBa B KOM-
6uHaumsa ¢ gpyru nesum, ocobeHo VSD, TOF, a BTopuyHO npu
KnanHa nynmoHanHa cteHosa (PS) (peakTvBHa MuokapaHa
xunepTpodus). Ha uHdyHaAnGYynapHo 1 fo n3BecTHa cTeneH
cy6uHbYHANOYNHO HUBO, OBCTPYKLMATA MMa TEHAEHUNA Aa
6be AMHAMMYHA, KOeTO O3HaYaBa Ye OTBOPBT Ce CTeCHsABa
no Bpeme Ha cucTona.

KnanHata PS 06MKHOBEHO e n3onupaHa nesus. MasHo no-
pagy NpUCHLUM aHOManMKM Ha CTeHaTa U He3aBUCMMO OT
XemoAuHamMunKaTa, MoOXe [da HacTbnu gunatauua Ha PA.
Hain-uecto, Hanuue e TUNWYHa KynonoobpasHa MyfMoHan-
Ha Knara C TeceH LeHTpasneH OTBOp, HO 3ana3eHa NnoasuxHa
KnanHa ocHoBa. [lucnnactmyHa nynMoHanHa Knana, ¢ Tpya-
HO MOABMXKHU, MUKCOMATO3HM MfaTHa, ce cpella No-pagko
(15-20%; popwn NO-manko NpU HefleKyBaHW Bb3pacTHW) U e
YyecTo YacT oT cuHgpoma Ha Noonan. lMpn Bb3pacTHY, CTEHO-
TUYHa NyNIMOHANHa Knana mMoXe fia Kanuupa B no-KbcHaTta
YacT Ha »KUBOTa.

HapknanHata PS, nnn nynmoHanHaTa aptepuanHa CTeHO03a,
Ce AbJIXKM Ha CTeCHMe Ha CTBOJMA Ha Ny/IMOHanHaTta apTepus,
6udypkaumaTa Ha PA nnn nynmoHanHuTte KnoHose. Ta pagko
HacTbMBa M30MPAHO U MOXKe a HaCTbNY NPY CUHAPOM Ha
Williams-Beuren, cuHgpom Ha Noonan, CMHAPOM Ha Bpoae-
Ha py6eona unu cuHagpom Ha Alagille. CreHo3aTa moxe aa
6bfe NnokanusnpaHa B OCHOBHUTE KNOHOBE WU Mo-nepu-
bepHo, Moxe pa 6bae auckpeTHa unu andysHa (xmnonnac-
TUYHA), UM MOXe Aa UMa UCTMHCKA OKNy3us, 1 MoXe Aa
HaCTbNU KaTo eAVHNYHU WU MHOXECTBEHN CTeHo3U. CTeHo-
3aTa MoXe fa 6bae BTOpMYHa cflef NocTaBsiHe Ha 6eHanHT
Ha PA nnv Ha MACTOTO Ha NpeauLueH WHHT. CTeCcHABaHETO Ha
AvameTbpa =50% 0O6UKHOBEHO Ce CUMTaA 3a CUTHUPUKAHTHO
M ce OYaKBa [la MMa rpaAueHT Ha HanAaraHe 1 aa gosefe Jo
XUNepPTOHMA B NPOKCMMasHaTa PA.

4.8.2. KnuHn4YHa nsABa 1 ecTeCTBeHa eBONIOLNA

Cy6uHdyHanbynHa/mHOyHANOYNHA: Bb3PaCTHU NauUeHTH
c DCRV morart ga 6baaT 6€3CMMNTOMHU UNK Aa ce U3ABSAT C
AUCNHeA, rpbAeH ANCKoMbOpPT, BUEHE Ha CBAT WK CUHKON
no Bpeme Ha ycunue. CrerneHTa Ha o6CTpyKLMA nporpecrpa
¢ BpemeT0.%2°

KnanHa: nauneHTn ¢ neka po ymepeHa knarnHa PS ca o6uk-
HoBeHO 6e3cMnTOMHW. JlekaTa KnanHa PS npw Heonepu-
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paHn Bb3pacTHM 0BMKHOBEHO He nporpecnpa.??’ YmepeHa
PS moxe pa nporpecvipa Ha KnamnHo HMBO (KanuMHo3a) um
Ha NMOAKNaNHoO HMBO, MOPaAN peakTNBHa MMOKapAHa Xxunep-
TpoduA. MaumeHTn C TexKKa CTeHO3a MOXKe [la ce NpefCcTaBAT
C AUCMHeA 1 orpaHnyeH Gu3nyeckn KanauuteTt U Mmat no-
nowla nporHosa.

« HapknanHa: naymeHTUTe Moxe fa 6baaT 6€3cMNTOMHY UK
MMaT CUMNTOMU Ha ANCNHEA 1 HamaneH GU3nYecKn Kanaum-
TeT. Te 06MKHOBEHO Ce pa3no3HaBaT B KOHTEKCTa Ha HAKOU
CUHAPOMU VNN NPY NALNEHTM HaCOYeHN MOPaAN CycnekLma
3a PH. MepndepHaTa cTeHo3a Ha PA moxe fa nporpecupa
Mo TeXecT.

4.8.3. WsrpaxkpaHe Ha AnarHosarta

BukTe paszdes 3.3 3a 06K NPUHLUMUNAN.

KnuHUYHMTE HaxoAKu BKNOYBAT rpyd CUCTONUYEH WYM MO
xofa Ha 06CcTpyKLUMATa ¥ LWMPOKO pa3aBoABaHE Ha BTOPMA Cbp-
feyeH ToH. Mpu nepudepHa PS, cMCTONHMAT WyM ce yyBa TUNWY-
HO Ha 6enofpobHKTe nosneTa.

«  Exokappanorpadus: morat ga 6bAaT oLeHeHn pasmep, pop-
Ma 1 dyHKUMA Ha RV, a TOYUHOTO pasnonoxeHne/HWBO Ha
RVOTO moxe pfa 6bae BM3yanusnMpaHo, KakTo v MysIMOHan-
HaTa Knama, CTBONBT M MPOKCUMANIHUTE Pa3K/OHEHWA Ha
PA. 3a nsuncnasaHe Ha RV pasmepu, obemu n EF, CMR e no-
CUJTHa 1 MO HafexAHa TexHuKa. lonnepoBmAT ynTpas3sykK ce
M3Mon3Ba 3a M3MepPBaHUA CKOPOCTTa Ha KPbBOTOKA MO XOAa
Ha obcTpyKuMATa 3a oueHKa Ha TexecTTa. KopenauuaATa
MeXJy CKOPOCTa Ha KpbBOTOKA U rpaneHTa Ha HanAaraHeTo
e fobpa camo B C/lyyall Ha AUCKPETHa CTeHO3a, T.e. N30u-
paHa knanHa PS. Mpu Hanuume Ha HopmanHa RV ¢yHKUuA
N HOpManeH TpaHcBanBynapeH KpbeoTok, RVOTO ce cumta
3a NeKa, Korato MUKOBUAT rpagmeHT npe3 obCcTpyKumaTa e
<36 mmHg, ymepeHa ako e 36-64 mmHg, 1 TexKa KoraTto
rpagneHTsT e >64 mmHg. AKO CTeCHeHMeTO e Ha AbJro
NPOTEXEHNE UK aKOo e HanuLe CTeHO3a Ha NoBeye OT efHO
HMBO (Hanp. cy6BanBynapHa 1 BasiBynapHa), npunaraHeTo Ha
paBeHCTBOTO Ha Bernoulli we goBepe Ao cBpbX OLEHKa Ha
Ha rpagueHTa Ha HanAraHe. JlonnepoBaTta CKOPOCT Ha KPb-
BOTOKa Ha TR B TakbB Cllyyaii JaBa No-HaAeXHa OLeHKa Ha
RV HanaraHe — n c ToBa Ha TexecTTa Ha RVOTO - oTKONKOTO
CKOpPOCTTa Ha KpbBoTOKa B RVOTO. lpagneHTuTe oTpasasat
TeXecTTa Ha flajeHa o6CTpyKLMA, Camo KoraTo e Hanuue [o-
6pa cuctonHa dyHKuuA. Mpu HUCKoaebUTHa HUCKO-Fpaave-
HTHa CUTyauuA e MHOro TPyAHO Aa 6bAe oLeHeHa TexecTTa
Ha RVOTO.?22

+ CMR n CCT yecto ocurypsasaT AOMbAHUTENHA BaXHa WH-
dopmauma upes naeHTUdPMKaumMa Ha HUBOTO (HMBaTa) Ha
06CTPYKLMA, BKUMTENHO Ha CYy6UHOYHANBYNHO HKBO
(DCRV), koHAatonTa unu KnoHosute Ha PA n oueHka Ha RV
obemu, NynMOHaneH NPbCTeH, U3XOAHMWA TPaKT U apTepuan-
HWTe pasmepu, n gudepeHumanHua 6enogpobeH KPbBOTOK.
CMR 1 CCTca meToauTte Ha n36op 3a B13yanusauma Ha nyn-
MOHasHa gunatauua n nepudepHa PS.

+ CbppeyHa KaTeTepumsauma Moxe fa e Heobxoauma 3a not-
Bbp)KAaBaHe Ha CTEeMNeHTa, TeXeCTTa 1 HUBOTO Ha OBCTPYK-
ymATta (Hanp. DCRV).

4.8.4. XupypruyHo/KaTeTbpHO MHTEPBEHLMOHANHO
neyeHune
KaTeTbp-6a3npaHa 6anoHHa BanBOTOMUS Ce MPenopbyBa
npw NauneHTn ¢ HegucnnaTuyHa KnanHa PS n ¢ nepndepHa PS
(4ecTo c MNIaHTpaHe Ha CTeHT).223 Xupyprusa ce npenopbysa

MpenopbKu 3a MHTepPBEHLUA NPU 06CTPYKLUA Ha AACHO-
KaMepHUA U3XOAEH TPaKT

Mpenopbkn Knac® Huso?
banoHHaTa BanBynonnactuka e MHTepBeHUMATa Ha | C
1360p Npv KnanHa PS, ako e aHaTOMMYHO NogxoasLa.

Mpu ycnoBue ye He ce M3MCKBa MOAMAHA Ha Knanarta,

ce npenopbyBa RVOTO nHTepBeHLMA Ha BCAKO HUBO, | C

HE3aBUCKMO OT CUMMTOMWTE, KOraTo CTEHO3aTa e
Texka (MukosuaT Doppler rpagueHT e >64 mmHg©).

AKO XMPYPrMYHOTO KNarnHo NpoTe3npaHe e efuH-
CTBEHVAT BapUaHT, TO € NOKa3aHo Npwu NnauneHTn ¢ | C
TEXKa CTeHO3a, KOUTO Ca CUMMTOMATUYHN.

AKO XMPYPrUYHOTO KNarnHo npoTesnpaHe e efuH-

CTBEHUAT BapyaHTd Npu NaLMeHTH C TeXKa CTeHO-

3a, KOUTO ca 6€3CMMNTOMHM, TO e MoKasaHo npwu

Hanuuue Ha eaviH AN NoBeYye OT CnefHuTe:

+ O6eKTBHO HamanaBaHe Ha $uU3Myeckua Kana-
uuTer.

+ HamanasaHe Ha RV ¢yHKUMA n/unn nporpecus
Ha TR po Hall-Manka ymepeHa cTeneH.

« RVSP >80 mmHg.

+ R-L wbHT npe3 ASD unu VSD.

WHTepBeHUMA npu nauueHTn ¢ [lonnepos N1KoB

rpaaveHT <64 mmHg TpA6Ba Aa ce nMa Npeasua

npy HanmMume Ha eAvH WU noBeye OT CliefHuTe

JaHHN:

« CumnTOMM CBBP3aHum ¢ PS.

» HamansBaua RV ¢pyHKUMA n/unu nporpecupalya
[l0 Hall manko ymepeHa TR.

« R-L wbHT npe3 ASD unn VSD.

MNepudepHa PS, He3aBUCMMO OT cCMMNTOMUTE,
TpA6Ba fa ce UMa NpefBuy 3a TPaHCKATETbPHO WH-
TEPBEHLMOHAJHO fleYeHne, ako ca Hanuue fruame-
Tbp Ha cTecHeHneTo Hag >50% n RVSP >50 mmHg,
n/Mnu Npuapy»Kasallo Hanmume Ha HamaneHa 6e-
nogpo6Ha nepdysus.

lla C

ASD = mexxaynpeacbpaeH Aedekt; PS = nynmoHanHa cteHosa; R-L = pac-
Ho-nAB; RV = pecHa kamepa/aecHokamepeH/a/o/n; RVOTO = 06CTpyKLUMA Ha
ACHOKaMepHUA U3XOAHMA TPaKT; RVSP = gAacHOKamepHO CMCTONHO Hans-
raHe; TR = TpuKycnuaanHa peryprutaums; VSD = mexayKamepeH fedekT.

@ Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeeHocT.

€ RVSP, ouieHeHo no ckopocTTa Ha TR, TpsabBa ja NoTBbpxaaBa Texka PS.
d MparbT 3a MHTEPBEHUWA € MO-BNCOK, KOraTo € HeobxoAMMo KanHo
3aMecTBaHe, Tbil KaTo TpA6Ba Aa 6bAaT B3eTV NpefBua AbrOCPOYHM-
Te PUCKOBeE, KaTO EHAOKAPANT Y PeNHTEPBEHLNA 3a HeJOCTaTbYHOCT Ha
KnanHaTta nporesa.

npv NaumeHTn cbc cybrnHoyHambynHa unm nHdyHanbynHa PS n
XMNONNacTUYeH NyaMOHaneH NPbCTeH, C ANCNNACTUYHA NYIMO-
HasflHa Knama, U Npy NauueHTn C NpuapyXasaLiuy nesum, KouTo
ce HYXX[aAT OT XUPYPruyeH NOAXOA, KaTo TeXKa NylMOHanHa
peryprutauua (PR) unu texka TR. Mpu nepndepHa PS moxe
pAAKo fa 6bae HacoueHa XMpyprus.

W XnpypruuHu, n KaTeTbpHM NHTepBeHLUN TpA6Ba Aa 6baat
M3BbPLUBaHY, CaMo B crielymanu3upanHu ueHtpose 3a CHD.

Mpw naureHTV C NoAKNanHa, KnanHa n HagknanHa PS, moxe
[a e Hanuue CUNHO AunaTupaH nyamoHaneH cteos. PyntypaTa e
W3KNIOYUTENHO pAZKa Npu Te3n CbAOBE C HACKO HansaraHe u Bu-
COKa enacTMYHOCT 1 Te3U NYSIMOHANHM aHeBPU3MM MO NPUHLMN
He U3MCKBAT UHTepBeHLmna. 224

3a RV-PA KoHatouT, BUXTe pazden 4.14.

Mpoka3aHuATa 3a HTepBeHUMA ca 0606LeHn B TabnuuaTta
lpenopsku 3a uUHMepseHYUA Npu 06CMPyKYUA Ha OecHOKamep-
HusA u3xo0eH mpakm v BbB Quaypa 7.
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( Moaxon Npv 06CTPYKLUMA Ha AECHOKAMEPHIUA TPaKT )
v

[ lNvkoB rpagneHT =64 mmHg? ]

He
4

la
v

EavH oT cnegHuTe cnyvau:

« Cumntomm cebp3aHn ¢ RVOTO
«RV ¢dyHKuma | £TR 1

+ R-L wbHT npe3 ASD/VSD

He Ha
v v
lNpocnenasaHe WHTepseHuma®P
lla

[3ameCTBaHe Ha Knana Heo6xoauMo 3a MHTepBeHuMﬂTa?]
I

I
He Ha
v
WHTepBeHumaP
He3aBUCUMO OT CUMNTOMUTE

( CvmnTomn? )
] ]
He Ha
v L 4
EauH o1 cnegHuTe Cyyam: Vm&
- PaboTeH kanauuTet |

* RV ¢yHkuma |[= TR 1

+ RVSP >80 mmHg
* R-L woHT npe3 ASD/VSD
1 1
He Ha
v

l WnTepBeHLms
MpocneasBane h

Qurypa7:

Mogxoa Npu 06CTPYKUMA Ha AECHOKAMEPHMA TPAKT.

ASD = mexpynpeacbpfeH aedekT; PS = nynmoHanHa cTeHo3a; R-L = gAcHo-naB; RV = gAcHa Kamepa/gecHokamepeH/a/o/w;
RVOTO = ob6cTpyKuMA Ha fecHOKamMepHWA UxoaneH TpakT; RVSP = pecHokamepHO cMCTONHO HanAraHe; TR = TpukycnuganHa

peryprutauus; VSD = KamepeH cenTaneH gedekT.

2 Mpwn nepudepHa PS, He3aBMCKMMO OT cMMNTOMKTE, TPA6Ba Aa Ce Ma NPefBUA KaTETbPHO UHTEPBEHLMHAMHO JIeYeHre MpU
>50% cTecHeHWe Ha gnameTtbpa u RVSP >50mmHg n/unu ako e Hanvue cboTBETHO peayLmpaHaTa 6enoapobHa nepdysus.
b Mpu knanHa PS, 6anoHHaTa BanBynonaacTMKa e MHTEPBEHLMATA Ha N360p, aKO € aHATOMMYHO MOAXOAALLA.

4.8.5. [lpenopbku 3a npocneaasaHe

MaumenTn ¢ RVOTO ce Hy»kaanaT OT AOXKUBOTHO NpoC/eaABaHe C pe-
[OBHO exoKapavorpadcko nsobpasnsaHe. Yectotata Ha npocneas-
BaHe 3aBUCK OT TEXECTTa Ha J1Ie31ATa, HO NMOBEYETO NALVEHTY Le ce
HY>KAAAT OT eXKerofHO MoceLUeHe, BKIOUNTENHO OLEHKa B cnewua-
nu3mpann ACHD LieHTPOBE, C M3KIOYEHVE Ha MAUVEHTM C ieka Ui
Zob6pe KopurpaHa knanHa cteHo3a. Crieq onepaTuBHa Un KaTeTbp-
Ha MHTepBeHUMA, ocTaTbyHa PR Moxe Aa ce Hy»aae OT peuHTepBeH-
LMA MO-KbCHO B XMBOTa NPU NaLWEHTW, KOUTO CTaHaT CUMMTOMHI
WM KOraTo HacTbNu nporpecrpalya RV gunataums nnu guchyHkuma
(BUKTE pazdes 4.10). MaumeHTI C neKa KnanHa unu neka octatbyHa PS
Tpa6Ba Aa 6bAaT NperneXaaHy CaMmo BeHbX Ha 5 roAnHM.

4.8.6. [onbnHUTENHMN CbOGpaxKeHns

+  Ou3nyecka aKTMBHOCT/CMOPT: HUKAKBM OrpaHWYeHns npu
nauuneHTn ¢ neka (octatbuHa) PS. MauneHTn c ymepeHa PS
TpA6Ba Aa N36ArBaT BUCOKO-MHTEH3MBHM U CTaTUYHMW CNOpP-
ToBe. MauueHTn c Texka PS TpA6Ba Aa 6bAaT orpaHnyeHmn fo
HVCKO-WHTEH3VIBHU CMOPTOBE.

+ BpemeHHOCT: NoHacA ce f06pe, OCBEH MPU EKCTPEMHO TEX-
ka RVOTO unu ocBeH korato RV HefjoCcTaTbYHOCT € OCHOBEH
npobnem. TpaHcKaTeTbpHa 6anoHHa BasBOTOMUA MOXe Aa
ce M3BbPLLUN MO Bpeme Ha BpeMeHHOCT, HO PAAKO € Heobxo-
avma.(BuKTe pasden 3.5.7).

«  [Mpodunaktnka Ha IE: npenopbyBa ce camo Npu BUCOKO-
PUCKOBYM NaUMeHTn (BUXKTe pazoes 3.4.6).

4,9, AHomanusa Ha Ebstein

4.9.1. BbBepeHue N 0OCHOBHa MH$opmaumsa
Ebstein aHomanuaTa ce xapakTepusupa c NatonormyHo GopmmpaHu
1 anvKanHo n3MecTeHu nnatHa Ha TV. MpeagHoTo nnaTHo 06UKHOBe-
HO NPOWV3NK3a Ha HUBOTO Ha NPBCTEHa, HO € YroNemeHo 1 NOA06HO
Ha NnaTHo, JOKaTo CenTasHOTO W 3aHOTO NMATHO Ca M3MECTEHU B
MocoKa KbM Bbpxa Ha RV 1 uecto npukpeneHn KbM eHgoKapaa.
AnvKanHoTo n3mecTBaHe Ha TV 03HauyaBa, Ye AACHOTO Cbp-
e ce cbcTom oT mopdonormyHo RA, aTpmranmsmpaHa yact Ha RV
1 ocTaHanata ¢yHkumMoHanHa RV; TV e yecto ¢ peryprutauus.
Han-yecto cBbp3aHUTE aHOManUU BKIOYBAT WHHT Ha
npeacbpfHo HMBO [ASD ceKyHaym unum oTBOpeH dopameH
oBane (PFO)] n (cKkputn) GOMBAHUTENHW NbTULLA, BKIIOYNTENHO
Mahaim-T1n nbTrwa. MHOXeCTBOTO AOMBAHUTENHN BPB3KY, 3a-
efHo ¢ AT u AF, ca cBbp3aHm ¢ SCD. Ebstein-nogo6Ha aHomanus
Ha cuctemHata TV e Hanuue nNpuw egHa TpeTa oT cCTGA.
XemopguHaMUYHMTE NPOMEHM 3aBUCAT OT TexecTTa Ha TV guc-
byHKUMA, cTeneHTa Ha aTpuanu3auua Ha RV, KOHTpakTUHOCTTa
Ha ocTaTbyHaTa dyHKUMOHanHa RV n cuctemHata kamepa, Buga v
TeXXeCTTa Ha MpuapyKaBaLimMTe aHOManuu v apuTMnK.
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MaTtodusnonornata ce xapakTepmsmpa CbC CUCTONHA pe-
ryprutauma Ha KpbB OT ¢yHKUMOHanHaTa RV, npe3 TV, n B at-
puanusvMpaHata kamepa unm RA, KOUTO MMaT TeHAEHUUA KbM
annatnpaHe. MexgynpeacbpaHata KOMyHMKaLMA Mo3BonsAsa
NABO-AECEH WHHT WK, 0cObeHO NO Bpeme Ha ycunue, JACHO-
NAB WHHT. AHOManuATa Ha E6wanH moxe fa foseae 4O XPOHUY-
HO HUCBK CUCTEMEH CbpAeYeH febuT.

4.9.2. KnuHu4YHa KapTuHa n ecTecTBeHa eBonlOLNA
KnnHnyHaTa KapTuHa Bapupa OT HE3HAYMMM CUMNTOMU A0 Kap-
TMHaTa Ha TEXDbK LMAaHOTUYEH CbpheveH aedekT. MaymeHTn ¢
nekun ¢opmm mora fa 6baat 6€3CMMNTOMHUN AeceTuneTna, AoKa-
To 6bAAT AMarHocTMuMpaHn. TMNMYHMTE YCNOXHEHNA BKOYBAT
BMcokocTeneHHa TR, RV gucoyHkuma, RV HegocTaTbyHOCT, Yep-
HoApoOHa UMpo3a, MO3bYHUN abcuecu, NapagokcaneH embonu-
3bM, 6enogpobeH embonnsbm, Taxmaputmun, SCD, n IE. Kntouo-
BMTE CUMMTOMM Ca apUTMUK [aTPMOBEHTPUKYNapHaTa PUeHTPU
Taxnkapana (AVRT) e Han-uecTa], AucnHesA, yMOpAemMocT, noLa
MOHOCMMOCT MpU ycunue, rpbaHa 6onka 1 nepudepHa n/mnu
LeHTpasiHa unaHo3a.

4.9.3. WsrpaxpaHe Ha guarHosarta
BukTe paszoes 3.3 3a 06K NPUHUMUNN.

KnuHUYHMTE Haxo4Kn MOXe Aa BKNOYBAT LMaHO3a U xena-
ToMeranua. AyCKYNTaLUMOHHUTE HAXOAKW BKIIOYBAT LUMPOKO
pa3fBOEHV MbPBUN TOH 1 BTOPY TOH, KIIMKOBE, TPETU U YeTBbP-
TV TOH, 1 cucTonuyeH wym ot TR. EKI moxe pa nokassa RA xu-
neptpodus, yabmxeH PR nHTepBan, geceH 6eppeH 650K (Yecto
c pasueneH QRS komnnekc), abn6ok Q sue I, Ill, aVF, n V1-V4,
npeekcUMTaunsa, HACbK BONTaX, MHOXecCTBO nbTuwa (AVRT), u
CYNpaBeHTPUKYNAPHU N KAMEPHU apUTMUN.

+  PeHTreHorpadunaTa Ha rpbaHMA KoL e nonesHa 3a npocse-

ZABaHe Ha NPOMeHNTE B pa3Mepa Ha CbpLeTo.

+ Exokappguorpaduata npepoctaBa WHPopmauusi 3a: aHa-

TomuA 1 GyHKUMA Ha TV; anvkanHo AWCTaNHO M3MeCTBaHe

Ha CenTafnHOTO MW 3aJHOTO NnaTtHo (Npw Bb3pacTHM =0.8

cm/m? BSA); pasmep Ha NpeaHOTO MAATHO; 3aKpernBaHe Ha

cenTasHOTO MUAM 3agHOTO nfatHo B TV Bbpxy centyma mnm

KamepHaTa CTeHa; pa3mep 1 OyHKUMA Ha PasfinYHNUTE Cbp-

neynn otaenn (RA, aTpuanmsmpaHaTa Kamepa, ocTaHanarta

durHKLUMoHanHa RV 1 LV); n RVOTO n cbnbTcTBaLLMTE NE3NN.
- CMR vMa CTOMHOCT MO OTHOLLUEHME Ha NPOrHo3Ta’® u 3a
oLeHKa npeaun 1 cnep onepauus, Tbi KaTo npeasara Heo-
rpaHuyeHn obpasm 3a oLeHKa 1 N3UnCiABaHe Ha AunaTmpa-
HOTO fACHO cbpue, RV dyHKuma, n TV dyHKkums.

4.9.4. XupypruyHo/KaTeTbpHO MHTEPBEHLOHANHO
ne4yeHue
KnuHn4HUTE cumnTomm onpepenar neveHneto. KoHcepeaTnBHO-
TO NneyeHve MOXe fia HaMasn CUMMTOMMUTE BPEMEHHO U fia Cb3-
pafe 6rnaronpuAaTHa OCHOBA 3a creagalwy onepauun.?? Mepo-
paJiHa aHTUKOarynaHTHa Tepanus ce npernopbyBa Npuv NauyeHTr
C aHaMHe3a 3a napagokcaneH embonusbm unu AF. Mpu Hanuune
Ha noBuLIeH TpomboembonmyeH puck unu R-L WbHT, Moxe Aa ce
B3eme MpefBuA nepopanHa aHTukoarynauma. CMMATOMaTUYHN
PUTBbMHY HapyLleHna moraTt fa 6bAaT NeKkyBaHy KOHCepBaTUB-
HO vNK 3a npeanounTaHe ¢ EP uHtepeeHums.??” TpaHckaTeTbpeH
JOCTBM A0 AECHOCTPaHHM BPb3KM 1 6aBHaTa Bpb3Ka npu AV Ho-
[anHa pUeHTPY MOoXe Aa CTaHe HeAOCTbIMHa OT TV xupyprus, Taka
ye MOXKe fla e Pa3yMHO [ia ce OLieHAT cybcTpaTnTe Ha apuUTMmATa
1 ToBa fa 6bfe NocneaBaHo OT KaTeTbpHa abnaumsa, ako Takasa
ce ngeHtTndUymMpa npeamn xmpyprvsa. NMoHakora, Moxe Aa nma rno-

Ka3saHue 3a N30M1PaHO 3aTBapAHE Ha NpeCbpAHA KOMYHUKaLUA.
ToBa obaue TpsbBa Aa ce 06CbAY BHUMATESNTHO, Thi KaTo MOXe Ja
AoBefe A0 AOMbJIHUTENHO YBeSIMYEHUE Ha IeCHUTE CbPAEYHN Ha-
NAraHMA 1 HamanABaHe Ha CUCTEMHUA CbpheyeH febut. Xvpyp-
rMYHaTa KopeKuus oCTaBa NpefM3BUKATeNCTBO U TpAbBa fa ce
npaBu camo OT XMPYP3Y CbC creundryeH onuT Npu Tasun nesus.
TV KopeKuua, ako e Bb3MOXHa, ce npeanoynTa npeg npotesnpa-
He Ha TV (cbc 3aTBapAHe Ha CbMbTCTBALLaTa MexaynpeacbpaHa
KOMyHMKaumsa). Ako RV e npekaneHo manka 3a KOpekuma uim ce
e pa3suna RV pgucdyHkuma, ponbnHuTenHa 6GuanpekumoHan-
Ha KaBo-nynMoHasnHa (Glenn) aHacTomo3a mMoXxe fJa 6bae B3eTa
npenByA NPY Bb3PacTHM CbC 3anaseHa LV ¢yHKuwma, korato LA
HansaraHe v LV TeneauactonHo HansaraHe He ca nosuiueHn.?%8 Mpu
naumeHTN C HeycnelHa KOpeKuma UM npu Texka AByKamepHa
ANCcOYHKLMA, eANHCTBEHaTa Bb3MOXHOCT MOXe fia 6bae cbpaey-
Ha TpaHcnnaHTaums.

BucokaTa onepatnBHa cMbPTHOCT (>25%) B MMHaNoTO e cnaa-
Hana Jo <6% B cneumanusvpaHu yeHTpose. Hag 90% ot nauwm-
EHTUTE ONepupaHn OT ONUTEH XUPYPT NpexnsasaT >10 roguHy,

MpenopbKy 3a UHTEpBeHUUA Npu aHomanus Ha Ebstein

MpenopbKu Knac® Huso®
MokasaHuA 3a xupyprus

XupypruyHa KopeKLusa ce npenopbyBa Npu nawu-
eHTK ¢ Texka TR 1 cumnTomy Ha 06EKTUBHO BNO- 1 C
LaBaHe Ha PabOTHWA KanauuTeT.

MpenopbuBa ce xMpypruyHaTta Kopekuus ga 6bae
M3BBbPLUEHA OT KapAUOXUPYPr Mo BpoaeHu bone- 1 C
CTn cbe cneyunduryeH onut B Ebstein xvupyprusa.

AKo MMa nokasaHusA 3a TV xmpyprus, npenopbysa
ce 3aTBapsAHe Ha ASD/PFO no Bpeme Ha KnanHata
KOpEKLMSA, ako ce o4aKBa ToBa ia 6bAie XeMoAWHa-
MUWYHO MOHOCKMO.

XupypruyHa KopeKkuua TpabBa fia ce ma npeasug,
He3aBMCUMO OT CUMMNTOMaTMKaTa Npu nauneHTuTe
C nporpecupalla ecHOKaMepHa Auiataumsa unm
HamansaBaHe Ha RV cuctonHa dyHKUKMA.

Ila C

NokasaHus 3a KaTeTbpHa NHTepBeHUMnA

Mpy NnaunMeHTV CbC CUMMATOMAaTUYHA apUTMUA UK
npeekcuymtauma B ECG, ce npenopbyBa enekTpo-
du3nonornuHo nscnensaHe nocneaBaHo oT abna-
LMOHHa Tepanua, ako € Bb3MOXHO, WUIN XUpyp-
rMYHO NeveHmne B CJlyyali Ha MiaHMpaHa CbpaeyHa
Xnpyprua.

B cnyuaii Ha JOKYMeHTMpaHa cuctemHa embonus,

npeau3BUKaHa BEPOATHO OT NapajoKcanHa cucTem-

Ha embonus, TpAGBa Aa ce MMa NPeABUA N30IMPaHo

3aTBapsAHe ¢ yctponctso Ha ASD/PFO, Ho ce n3nc- IF] C
KBa BHMMaTenHa oLeHKa Npean MHTepBeHuuATa C

uen Aa 6baat U3KIIIOYEHN NoBULLIABaHe Ha HanAra-

HeTo B RA unuv cnapgaHe Ha cbpaeyHusa pebur.

AKO BOAewWwumAT npobnem e urMaHosa (KucnopopHa

caTypauma B nokon <90%), Moxe Aa ce nma npea-

BWA M30/IMPaHO 3aTBapsAHe C yCTponcTeo Ha ASD/

PFO, HO ce M3UCKBa BHUMaTeNHa OUEHKa npeau I1b C
MNHTEpBEHUMATA C Len Aa 6baaT U3KYeHN NoBY-

lWaBaHe Ha HanAraHeTo B RA nnu cnagaHe Ha cbp-

neyHuns nebur.

ASD = mexpynpeacbpieH pedekt; ECG = enektpokapauorpama;
PFO = nepcuctupaw, dopameH osane; RA = pgAacHo npeacbpave/
JecHonpencbpaeH/a/o/n; RV = pacHa Kamepa/mecHokamepeH/a/o/w;
TR = TpukycnupanHa peryprutaumns; TV = TpukycnupganHa knana.

@ Knac Ha npenopbKuTe.
b Hugo Ha nokasatencTaeHocrT.
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MHOro oT TAX ca B | unu |l pyHKUMOHaneH knac. KbcHute patanHu
Cflyyaun Han-BepOATHO Ce Ab/mKaT Ha apuTMmun. B ronama cepus,
cBo6OAHATA OT KbCHY peonepaummn NpexxmBaeMocT e 6una 86%,
74%, 62%, n 46% cnep cboTBeTHO 5, 10, 15, 1 20 roguHm.2%°

4.9.5. TMpenopbku 3a npocneasaBaHe
PepnoBHO npocneasaBaHe (Ha-manko BeAHBX rOQULLHO) Ce U3NC-
KBa NP BCUYKWN NauneHTn B cneymanmsmpann ACHD ueHTpoBe.
TunMuHK cnegonepaTMBHY OCTaTbYyHM AHOMANUK, KOMTO TPAOBa
[a ce npocnepAsaT ca nepcuctTupalla nim Hoea TR, o6uyaiiHm-
Te YCNOXHEHWA cnep KnarnHo 3amecTBaHe, HeloCTaTbYyHOCT Ha
RV nnu LV, octaTbyHM NpeacbpaHn WHHTOBE, apuTMAN, Y BUCO-
KocTeneHHu AV 6nokose.

PenHTepBEHLMATA MOXe fja CTaHe Heobxoauma 3a peueaun-
Bupala TR v yBpeaa Ha NpoTe3Hu Knanw.

4,9.6. [oNbAHUTENHU CbOOGparkeHUs

+  Ousnuecka aKTUBHOCT/CMOPT: NauueHTM 6e3 ocCTaTbyHM
aHOManum moraT 06MKHOBEHO Aia BOAAT HOPMasneH akTUBEH
KMBOT 6€3 orpaHNYeHne, OCBEH Ha €KCTEH3MBHMW CTaTUYHU
crniopTtoBe. lNayneHTn ¢ noBeve oT neka TR, KamepHa Anc-
dYHKUMA, WHHTUPaHe, apUTMUN UAN OPYrA YCNOXHEHUS,
TpA6Ba Aa n36AreaT TEXKM N30OMETPUYHM YNPaXKHEHNA, NPo-
MOPLMOHANHO Ha TEXeCTTa Ha TexHUTe Npobnemu.

+  bBpemeHHOCT: 6€3CMMNTOMHU XeHun € fobpa KamepHa yHK-
uMa MoraTt fa noHecat gobpe 6pemeHHocTTa. ChllecTByBa
n3BecTeH puck oT RV HepoCTaTbyHOCT, apuTMuA 1 napa-
[loKcaneH embonunsbm. bpemeHHoCTTa LWe 6bhe ¢ No-BMUCOK
PUCK NPW HanMumMe Ha 3HanyMMa LiMaHo3a, CEpro3Ha apuT-
MMA U eCHOCTPaHHA HeJOCTaTbYHOCT (BUXKTeE paszoes 3.5.7).

«  [podunaktuka Ha IE: npenopbyBa ce camo Mpu BUCOKO-
PUCKOBM NauneHTn (BUXKTe paszoes 3.4.6).

4.10. Tetpanorus Ha Fallot

4.10.1. BbBegeHune n ocHoBHa uspopmauus

TOF ce xapakTepusupa oT C/legHUTe YeTUPU 0COBEHOCTU: He-
cTpukTBeH VSD; A3gewa aopta (Ho <50%); nHbYyHAMOYNHa,
KnanHa, HagknanHa RVOTO w/unn cteHo3a Ha KNOH Ha PA; u
nocnegsala RV xuneptpodusa (RVH). TOF nonynaunata moxe
a 6bae nogpasgeneHa Ha CMHAPOMHN (~20%, KaTo MUKpope-
neums 22q11, Tpusomusa 21, Alagille, Noonan, Williams u Klippel
Feil) n HecMHAPOMHM NaLMeHTUN (KOUTO NpeaCcTaBAsBaT NO-ronsA-
marta yacT).23? CraHgapTusmpaHaTa CMbPTHOCT Cpef NaLmneHTu ¢
kopurupaHa TOF e nouTn gBa NbTY NO-rofifiMa OTKONIKOTO Npwu
nauuneHTu c npoctu gedektn (ASD n VSD).2!

4.10.2. KnuHN4YHa n3sABa 1 ecTeCTBeHa eBONIOLNA

XupypruyHaTa Kopekuma Ha TOF e eBonionpana BbB BpemeTo,

c obnekyaBaHe Ha RVOTO BkntouBaiiky 06MKHOBEHO NHPYHAN-

6ynotomua, peseKkumna Ha OBCTPYKTUBHU MYCKYNHU 6aHaoBe U

n3rnosn3saHe Ha naTy 3a paswupsasaHe Ha NbTa oT RV go PA. lNpu

HAKOW MauueHTw, C Lien yBennyaBaHe Ha NysIMOHaNHNA KPbBO-

TOK Npeaun KopeKkuuATa e M3BbpluBaHa ManMaTMBHA LUbHTOBA

npoueaypa. Yectn ycnoxHeHna Npy Bb3pacTHY ca:

«  PR: 3Haumma PR ce cpewia noytn BMHaru cnep Kopekumsa c
TpaHcaHynapeH naty. PR 06ukHOBEHO ce noHacsA pgobpe B
npoab/iKeHre Ha roavHu. Texkata XpoHudHa PR, obaue,
06VKHOBeHO BoaM Ao cmnToMHa RV gnnataums n gucdyHk-
uma.23?2 TexecTTa Ha PR 1 HeMHUTE BpeAHWU AbArOCPOYHM
edeKTu ce yBenmyaBaT OT CbNbTCTBAWMTE gUcTanHu PA cTe-
Ho3m nnu PAH.

OctatbuHa RVOTO moe fia HacTbnu Ha MHOYHANBYNHO, Ha
HMBOTO Ha NyfIMOHanHaTa Knana v nyJMOHaneH CTBOA, U B
KNOHOBeTe Ha nABaTa U AscHaTta PA. MNoBuweHoTo RV Hana-
raHe n RVH ca onucaHu KaTo He3aBUCMMU PUCKOBM GaKTo-
pv 3a oW n3xoA U HamaneH ¢GU3NYecKn KanayuTeT, Bbnpe-
K1 no-mankute RV o6emn.?33

OcTaTbyHUAT VSD MoXe Aa ce Ab/KM Ha YaCcTU4YHa Aexmc-
LieHUMA Ha KpbnkaTa WM HeyCrnewHo MbJIHO 3aTBapAHe Nno
BpeMme Ha onepauus; Tol moxe aa gosege fo LV o6emHo 06-
pemeHsBaHe.

AOpPTHW YCNOXKHEeHWA MoraT Aa ce NOABAT MHOMO FOAWHMW
cnep HayanHaTa XMpypruyHa Kopekuus 1 BKAoYBaT nporpe-
cupaula aopTHa agmnatauma n AR (pAaako aopTHa gucekauums).
MoanexalmaT MexaHU3bM He € HaMb/IHO M3ACHEH U MOXe
[a BKIOYBa Aunatauma Ha Bb3xofsllata aopTta, abHOpMHa
aopTHa eNacTUUYHOCT 1 BU/1a Ha XMpYypruyHaTta Kopekums.234
RV n LV pucoyHkuma/cbppeyHa HepgocTtatbyHoCT: RV an-
naTaumsa obMKHOBEHO Ce ABJIKMU Ha NPOABbIKUTESNHA BUCO-
kocTeneHHa PR + RVOTO. CurHndurkaHTHa TR Moxe aa Ha-
CTbnu BCneacTeme Ha RV gunataums, KOATO Npean3BuKBa
no-ronAama RV gunataums. LV gunataumsa moxe aa 6bae pe-
3yNTaT OT AbArOTPAriHM NANMAaTUBHN apTepUasnHn LWBHHTOBE,
octatbyHmM VSDs, n/unn AR. U RV, n LV guchyHkuma moxe
fa ce AbJiKaT Ha AbNAroTpanHa umMaHosa npegu Kopurmpa-
He W/vnn HepoCTaTbyHa 3aliMTa Ha MMOKapha Mo Bpeme
Ha KOpeKuusi, HebnaronpuATHW KamepHO—KaMepHW B3a-
MMOJIENCTBISA, €N1EKTPOMEXAHNYHA HECUHXPOHHOCT,23%236
aHOManuM Ha KOpoHapHMTe apTepuu. Mima cbobuieHmna 3a
HamaneH NOHrUTyAWHaNeH cTpeliH Ha cBobogHaTa LV cTeHa,
BbMpeKM 3anaseHara LVEF.2%7 YecToTaTa Ha cbpfeyHarta He-
LOCTaTbYHOCT, C HENHUTE TUMNYHU NPU3HALN N CUMATOMN,
HapacTBa 3HauuTenHoO c Bb3pacTTa.?®® Mognexawure me-
XaHM3MM MOraT Cbllo Ja 6bAaT: yBpexaHe Ha MuroKapzaa,
nocneacTBUA OT CTpaTerMmTe Ha XMpPypruyHa Kopekuwms,
WA enekTpuYeckn npoBOAHW HapyweHusA. CTpaTermm Ha
noeepaeHve, eGpeKTMBHU NpU NpraoburTa cbphedHa bonecr,
ce npunaraT YecTo Npu Te3n NaumeHTn, Makap ye ebekTuB-
HOCTTa 1M 3a RV ocTaBa HecurypHa.??
MNpeacbpaHn/kamepHu aputmmm 1 SCD: aputmunte 1 BHe-
3aMHaTa CbpAieyHa CMbPT Ca BaXKHW KbCHU YCNOXHeHnA. /13-
yncneHaTa YecToTa Ha NPeaCcbPAHUTE apUTMUN NpPe3 Lenus
XmBOT € 20%. IART 06xBalLaLLy KaBOTPUKYCNMAANHUA UCTMYC
1 pa3pe3bT Ha RA ca cBbp3aHu ¢ yronemsasaHe Ha RA, pokato
AF ce ynecHABa oT gvnataumsa Ha LA. KamepHute aputmmm 06-
xBawaT nonmmopdHuTe VT/VF, TUMMYHO CBBP3aHN CbC CUSTHO
HapyLweHa RV n LV ¢yHKUmMA n MOHOMOpdHa NpoabmKuTenHa
VT, KonTo ca 0co6eHO XapaKTepHu npu KopurupaHa TOF.34
Makap ue n nonmmopdHata VT/VF, n moHoMmopdHaTa VT moxe
fda posepat go SCD npw goknaggsaHa yectota 1-3.5% B pe-
TPOCMEKTVBHM NPOYUBaHWs,>? pasnnuHUTE NOANEXawm cy6-
CTpaTV Ha KamepHa aputMmusa TpA6Ba Aa 6baaT pasnosHaTy
C uen puckosa cTpatudurkauma n neveHune. CuctonHata munm
AnacTonHata LV ancoyHkuma, 1 KamepHUTe 1 npeacbpaHmuTe
TaxmapuTMmMmn NpeackassaT CMbPT U npogbkutenHa VT npu
Bb3pacTHu ¢ ITOF.2*0 Bb3MOXHW PUCKOBY paKTOPW CBbP3aHN
C BCAKa KamepHa apuTtmuna n SCD npwu rTOF ca npogbmkuTen-
HocT Ha QRS =180 ms, LV cuctonHa nnu aractonHa AnNCyHkK-
uma, n npayunpyema VT npw EP TectyBaHe. [o-HanpefgHanata
Bb3pacT KbM MoMeHTa Ha PVRep, RVH 1 ancdyHkumaATa n npe-
an PVRep moxe ga npepackassa No-KpaTko Bpeme 4O Cefo-
nepaTtyBHaTa CMbPT 1 MPOABLIKUTENHA KaMepHa apUTMuaA. 24!
JomMuHupalyuTe cybcTpaTit 3a MoHoMopdHa VT ca aHaTomuny-
HO fedUHMpPaHN NCTMYCK, TPaHUYeLr C HeBBb3ObyaMMa TbKaH.
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NcTMycHUAT pa3mep 1 MpOBOAHUTE CBOWCTBA MoraT Aa 6baat
OLeHeH Ype3 KaTeTbpHO KapTupaHe 1 Aa onpeaenaT Bepo-
ATHaTa NOAATIMBOCT KbM apuTMuU. Bb3pencTBmeTo BbpXy
aHaTOMMYHUTE UCTMYCU Ype3 KaTeTbpHa abnauws e 6uno Bu-
COKO eeKTVBHO CPEACTBO 3a KOHTpon Ha VT.2# [lanu Kare-
TBHPHOTO KapTUpaHe MoXe Aa AoNpPUHece 3a MHABUAYannu3n-
paHa puckoBa cTpaTudMKaLma ce Hy>kaae oT AOMbIIHUTENHN
nscneaBaHuA.

+ « EHpOKapaMT MoXe Aa ce CpellHe, KaKTo Cnep XMpypruyHa,
Taka u cnep nepkyTtaHHa PVRep. Knana-cbabpxalmTe npo-
Te3u ca BaXKeH He3aBMCM puckoB dakTop 3a IE B KpaTku nnm
OTAaneyeHn CPOKOBe Cned UMMIaHTaunATa, AOKaTo nNpoTe-
3UTe, KOUTO He CbAbPXKAT Knana, ca puckos ¢pakTop npes
MbpBuTe 6 Meceua cied UMniaHTaumsTa.’®
CxemaTnyeH 0630p Ha LbArOCPOYHUN YCIIOXKHEHWSA CNef KO-

purupaHe Ha TOF e papeH BbB Queypa 8.

4.10.3. UsrpakpaHe Ha AnarHosaTa Ha NayneHTn
C KopeKuvsa

BukTe paszdes 3.3 3a 06N NPUHLMUNAN.

+  KNMHMYHWTE HaXOAKM BKOUBAT Hall-Beye LWMPOKO pa3fBOeH
BTOPU CbpAeYeH TOH. HNCKOUeCTOTHUAT XONOANACTONEH LWYM
npegnonara Texka PR. bNbr, cvneH CUCTOMEH LWYM Ha 13-
TnackBaHe nokassa RVOTO, BMCOKOYECTOTEH ANACTONEH LUYM
nokasea AR, a naHc1cToneH Wym nokassa octatbyeH VSD.

+ EKIyecTo nokasea nbJieH feceH 6egpeH 610K, B 3aBUCUMOCT
OT XnpypruyHma gocton. LnpunHata Ha QRS moxe cbuo ga
ObAe NoBNAUAH OT cTeneHTa Ha RV gunatauus.

. Ex0Kap):w|orpa¢vaa AaBa Bb3MOXHOCT 3a OU€HKa Ha OC-

TaTbyHUTEe RVOTO 1 PR, ocTaTbuHMTE pasmepu 1 pyHKLMA
Ha VSD, RV u LV,%*' TR, RV HanaraHe, pasmepbT Ha aopT-
HuA KopeH n AR. ViamepBaHuATa Ha cTpelHa Nomarart 3a
M34nCnfABaHe Ha CTeMneHTa Ha enekTpo-MexaHUYyHaTa He-
CUHXPOHHOCT.?#

«  CMR e meToabT Ha 1360p 3a oLeHKa Ha RV obem 1 GpyHKUnS;

PR; pa3mep, dopma n ekcnaH3ua Ha PAs; nHOyHANOYnyMa;
Bb3XoAAlWaTa aopTa; NO3MUMATA Ha ronemuTe CbAoBe UK
KOHJIONTN MO OTHOLUEHWEe Ha CTepHyma (pecTepHOTOMUA);
N OLEeHKa Ha ocTaTbyHUA WbHT (Qp:Qs). KbcHOTO ragonu-
HMEBO yCuNBaHe AeMOHCTpupa Grbposa, cTeneHTa B KoA-
TO MMa Bpb3Ka C Apyrn puckosu ¢aktopm 3a VT u SCD.24*
T1-KapTUPAHETO Le Ma MoXe 61 HapacTBalla pons.

« CCT paBa uHdopmauua 3a KOpoHapHUTe apTepun (ocobe-

HO BaXHO 3a OLleHKaTa Ha NPOCTPaHCTBEHOTO OTHOLIEHUE
¢ RVOT npegun TPVI nnn onepauus), cteneHTa Ha Kanuupa-
He Ha KoHAouTa (MepKyTaHHO MMMAAHTMpPAHe Ha Knana), 1
Ha/IMYMeTo Ha rofiemMy aopTHWU NYNMOHaNHW KonaTepanu
(MAPCASs). CCT moxe cblio Aa 6bAaT cunTaHM KaTo anTepHa-
TMBA 3a KONIMYeCTBEHA oLleHKa Ha RV npu nauuneHTn, Hecno-
co6HM ga 6baat nognoxeHn Ha CMR.

«  CPET nomara 3a 136opa Ha BpeMeTo 3a peuHTepPBEeHUMA U

oCUrypsiga NPOrHOCTMYHA UHopMaLma.?

«  Holter moHuTOpUMpaHe, 3anuceaHe Ha cbbuTUA 1 EP oueHka

ca Heob6xoAVMM Npu 136paHM NauneHTU (BUCOKOPUCKOBMU,
nofo3snpaHa Uin KAMHWYHA apuTMUA U/Unu npeamn pe-one-
pauua Ha RVOT). MhpayunpyemaTa npogbmxutenHa VT nma
MPOrHOCTUYHA CTOMHOCT 3a KNnHnYHa VT-SCD.24

06CTpyKLUMA Ha
“RV'u3xopaeH Tpakt

Maxen A: Manen B:

Cxema Ha Cxema Ha KopurmpaHa va

TeTpanoruaTa TeTpanorus Ha Fallot

Ha Fallot C nokasaHm Mpeacvppna/

(npenm Kopekuua) ObArOCPOYHU "KaMeP:iiszguTMMﬂ
YCII0KeHus

lynmonanna
peryprutauua/
06CTpyKUMA Ha
RV u3xogeH 1p

Tpuxycnupanua g =’/
peryprutayus &

Qurypa 8:
Ha npocnepsBaHe.

lNoBepeHne npun KOpuUrnpaHa TeTpanorna Ha Fallot: AbNTOCPOYHN YCNOXKHEHUA, C KOUTO Ce conbckBame Mo Bpeme

Ao = aopTa; LV = naBa kamepa; RV = gAacHa kamepa; PA = 6enogpobHa aptepus; TV = TpukycnvaanHa knana; RA = gacHo npeg-
cbpave; RV = pecHokamepeH/a/o/v; LA = naso npeacbpamne; PA = nynmoHanHa aptepus; PS = nynmoHanHa cteHo3a; SCD = BHe-

3anHa cbpAeyHa cMbpT; VSD = mexxayKamepeH fedpeKT.
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+ CobppeyHaTa KaTeTepusauua TpAbGBa fa ce orpaHuyn Ao
MauneHTN MOLNOXEHN Ha KaTeTbp-6a3vpaHy WHTEpBEH-
ummn (Hanp. obnekyaBaHe Ha PA cTeHO3a, TpaHCKaTeTbpHa
KnarnHa UMMMaHTauua) 1 KoraTto HeMHBa3MBHaTa OLiEHKa e
HeybepuTtenHa. Mpean onepauuns, KOPOHapHaTa aHrmorpa-
dua moxe fa BU3yanmsrpa KOPOHapHWTe apTepui, KOeTo e
BaXHO 3a onpefensaHe Ha NPOCTPaHCTBEHOTO OTHOLEHME C
RVOT npean TPVI.

4.10.4. KbCHO XnpypruyHo/KaTeTbpHO
WHTEpPBEHLNOHAJIHO fleyeHne

MynmoHanHo knanHo npotesnpaHe (PVRep) n/wnn obnekyasa-
He Ha RVOTO moxe fa 6bAaaT n3BbpLUEHN NMPU HUCDBK PUCK OT
CMBPTHOCT MpK NauueHTn 6e3 cbpaeyHa HeaoCTaTbyHOCT W/
WK HanpegHana kamepHa auchyHkuma.?*® PR e Hamn-yectata
nprymHa 3a obcbxaaHe 3a onepauma. ONTUManHOTO onpepe-
NAAHe Ha MOMeHTa OCTaBa NpPeAn3BMKaTeNCTBO. [JbarocpoyHuTe
JaHHU ca NO-BaXXHU OT eJUHNYHNTE U3MepBaHNA 3a NPaBUIHO
onpeaensHe Ha BpemMeTo 3a penHTepBeHumn.?*” Hopmanusauun
Ha pa3mepa Ha RV cnep vHTepBeHUMA CTaBa Manko BepoAT-
HO, KOraTO KPaWHUAT CUCTONEH MHAEKC Hagxsbpnu 80 mL/m?2,
a KPaHUAT AMACTONEH MHAEKC HagxBbpan 160 mlL/m?2,248-250
HO Ta3W rpaHnLa 3a pevHTepPBEHUMA MOXe [a He Kopenupa C
KNnHMYHaTa nonsa. CKopolleH MeTa-aHanu3 nokasa, ye PVRep
MoXe fa nogobpu cumntomute 1 da pegyumpa RV obem, Bce
olle e HeO6XOAMMO NMOKa3BaHe Ha Mos3a 3a NPexmBaemocrt.?>!

Tpabea fa ce o6bpHe BHMMaHMe Ha PA cTeHOo3a, No Bpeme
Ha onepauua (BKMOYUTENHO WMHTPAONEpPaTUBHO CTEHTMpPaHe)
Unn Ypes nepKyTaHeH nogxod. brionornyHaTa nynmoHanHa kna-
na (kceHorpadT unm xomorpadt) M3rnexga umat cpegHa npo-
ObIXKUTENHOCT Ha XunBoTa 10-20 rogmHm,2*8252253 3 6ppeuloto
3amecTBaHe 61 morno da 6bae N3BBPLLIEHO C TPAHCKATETbPHU
npoueaypw Knana-B-knana. /iMa manko onuT ¢ MEXaHUYHU Kna-
nM Npy Te3n ycnoBusA U CbliecTBYBa 6€3MOKONCTBO OTHOCHO
afleKBaTHaTa aHTUKoarynauus.

Mo Bpeme Ha xupyprua moxe Aa ce o6bpHe BHMMaHVE Ha
roKasaHusATa 3a aHynonnacTuKa Ha TPUKycnuaanHa Knana, 3atea-
pAHe Ha ocTaTbyHu MK w/wnn gmnatauma Ha aOpTHUA KopeH/
AR xupyprus. MNokasaHuATa 3a onepaumsa Ha aOPTHUA KOPEH He
ce pas3nnyasart ot Tesun npw obuiata nonynaumn.?>* TexHukuTe 3a
TPVI cTaHaxa anTepHaT1Ba Ha XMPYpruaTa Ha OTBOPEHO CbpLe Ha
MbPBO MACTO NPY NaUMEeHTM CbC CTeHo3a/peryprutaumna Ha RVOT,
HO CbLLO M NpU U3bpaHn NauMeHTU C HaTMBHa peryprutauus/
o6cTpykuma npu RVOT. TPVI, Korato e TexHMYeCcKn Bb3MOXHa,
ocnrypaBa KINMHUYEH M3X0[ CPaBHUM C xmpypruyHata PVRep u
ce 0YaKBa fia YAbIKN BPEMeTO XMBOT Ha KOHAUTA, KaTo Mo TO3M
HauMH ce HamanABa 6pos Ha peonepauuTe?>> OpakTypa Ha CTeH-
Ta — MbPBOHAYaNHO HaN-4eCTOTO YCIIOXKHEHME — CTaHa No-MaNbK
npob6nem Npu BHMMaTesHa NOArOTOBKa Ha “30HaTa Ha npusems-
BaHe” (landing zone) upe3 n3non3BaHe Ha SOMBAHUTENHN CTEH-
ToBe. Haini-gobpute AbArocpouHn pesyntaty 6axa cbobLieHy,
KoraTo 6eLle Bb3MOXHO [ja Ce MOCTUMHE OCTaTbyeH rpagueHT <15
mmHQg.2%% PegKkun yCNOXHEHMWSA, HAaCTbNBaWM Npu <2% OT nauu-
EHTWTe, BKJIIOYBAT PYNTYpa Ha KOHAIOMTA 1 KOMMPeCnsa Ha Kopo-
HapHa apTepusA. PUckbT oT eHgokapaut cneg TPVl e ¢ roguwHa
yecToTa 2-3%.2>"258 Tuil KaTo KOMMNPECUATa Ha KOPOHapHa apTe-
pua Moxe Aa 6bAe XKMBOTO-3acTpallaBalla, 6anoHeH TecT 3a us-
KJllouBaHe Ha NoTeHLUManHa KOMNpecusa Ha KOpoHapHa apTepus
TpA6Ba fa ce n3bpLun npegmn TPVI, Bbnpekmn ye To3n TeECT HOCK
pUCK OT pynTypa Ha KoHAuTa. B cnyvaid Ha TexKa umMpKynapHa
KanumHo3a Ha KoHgouTa, TPVI Tpsabea Aa ce n3BbpLumM, Camo Kora-
To ckeHupaHeTo ¢ CCT noka3ea JOCTaTbUYHO Pa3CTOAHUE MEXAY
KOHAUTa 1 KOpoHapHuTe apTepuun. CunHaTta Bpb3ka mexxay 6as-

MpenopbKn 3a UHTEPBEHUNA clie KOpeKUuA Ha TeTpa-
noruaTta Ha Fallot

Mpenopbkn Knac® Huso?

PVRep ce npenopbyBa Npy CUMNTOMATAYHY MaLMeH-

T c TexKa PR® n/unu Haii-manko ymepera RvOTO.d ! ¢

IMpy NaLMeHTN C ANNCBaLY HaTUBEH U3XO4eH TPaKT,®
TpA6Ba Aa ce npefrnoyeTe KaTeTbpHa MHTEPBEHLMA 1 C
(TPVI), ako e aHaTOMMYHO OCbLLECTBUMA.

PVRep Tpab6Ba fa ce uma npegsug npu 6escumn-

TOMHM NaumeHTn ¢ Texka PR n/mwnn RVOTO, KoraTto

e Hanvue eauH OT CIefHNTE KpUTepumn:

+ HamansBaHe Ha 06eKTMBHYWA paboTeH KanauuTer.

+ Mporpecnpatia RV aunatayus o RVESVi >80 mL/m?, Ila C
/i RVEDVi 2160 mL/m2, umnu nporpecupaHe Ha
TR [0 Han-Manko ymepeHa cTeneH.

+ [Mporpecupalia RV cuctonHa AUcyHKLMA.

+ RVOTO c RVSP >80 mmHg.

3atBapsiHe Ha VSD Tpsa6Ba fa ce ma npegsua npu
naumneHTn ¢ octatbueH VSD 1 3Haunmo LV o6eMHo

IF] C
obpemeHABaHe NN ako NALMEHTBT € NOANOXKEH Ha
onepauua Ha NyIMOHanHara Knana.
MNpu nauneHTn ¢ npogbmkutenHa VT, KouTo ca
NnoaNoXeHn Ha xmpypruyHa PVRep nnu TpaHcKy-
TaHHa KnamHa vMMnnaHTauvs, TpAbBa Aa ce uma lla C

npeasna npegonepaTtnBHO KaTeTbpPHO KapTupaHe
1 TpaHceKuna Ha cBbp3aHuTe ¢ VT aHaTOMWUYHMK
NCTMYCK, Npean nnn no Bpeme Ha MHTepBeHUUA.

TpAabBa pa ce ma npeasupa enekTpodusnonorny-
Ha OLleHKa, BKIoYBaLla nporpammpaHa enektpu-
yecka CTMMynauusa, C PUCKOBa CTpaTuduKauma
3a SCD npu nauneHTV € AOMBAHUTENHN PUCKOBMN IF] C
dakTopu (LV/RV auchyHKUUA; HENpOABIXKMUTEN-
Ha, cumnTomaTtnuHa VT; QRS nmpogbmxutenHoct
>180 ms, 06wWwmpHa uukatpusaumsa Ha RV npu CMR).

MmnnanTauma 3a ICD TpsAa6Ba Aa ce uma npensua

npwv n3bpaHu naumeHT ¢ TOF c noBeye pUCKOBU

¢dakTopu 3a SCD, BknountenHo LV ancdyHKuUumS,
Henpoab/XMUTeNHa, cumnTomatuyHa VT, QRS npo- lla C
ObIKUTENHOCT =180 ms, o6lMpHa LyKaTpmu3auyma

Ha RV npu CMR, nnn nHpyumpyema VT npu nporpa-

MMpaHa enekTpryecka CTUMynaumsa.

KaTeTbpHa abnauvsa nav CbnbTCTBALLA XMPYPray-

Ha abnauua 3a CUMNTOMHa MOHOMOP®HA NPoAbLA-

XutenHa VT moxe fa ce Mma npeaBug npuv Tesu

CbC 3ana3eHa AByKamepHa OyHKLMA, KaTo antep-

HaTuBa Ha TepanuaTa c ICD, npn ycnosue ye npo- 11b C
LefypaTta 6bae V3BbpLUEHa B LEHTPOBE C ronam

ONUT 1 Ye yTBbPAEHNTE abnalunoHHN KpanHu Lenun

ca focturHati (Hanp. He ce nhayumpa, bnokupaHa

NPOBOAVMOCT MO abnauvoHHUTE AUHUN).

CMR = cbpae4YHOCHAOB MarHUTeH pe3oHaHc; ICD = umnnaHTupyem Kap-
nvoseptep aedunbpunatop; LV = nasa kamepa/neBokamepeH/a/o/n; PR
= nyAMOHanHa peryprutaums; PVRep = cmAHa Ha nynMoHanHata Knana;
RV = pAacHa kKamepa/pecHokamepeH/a/o/v; RVESVi = unpekc Ha pecHo-
KamepHuA TenecuctoneH o6em; RVEDVi = nHAeKC Ha fecHOKaMepHuA
TenegmactoneH obem; RVOT = gecHokamepeH n3xofeH TpakT; RVOTO
=06CTPYKLMA Ha feCHOKaMepHUA U3XOAeH TpaKT; RVSP = necHokamep-
HO CUCTONHO HanaraHe; SCD = BHe3anHa cbpaeyHa cmbpT; TOF = TeTpa-
norus Ha Fallot; TPVI = TpaHcKaTeTbpHa MMMNNaHTaUMA Ha NyIMOHanHaTa
knana; TR = TpukycnupanHa peryprutauus; VSD = mexxaykamepeH ae-
dekT; VT = KamepHa TaxmKapaus.

@ Knac Ha npenopbkuTe.

b Hueo Ha gokasatencTeeHocT.

€ PeryprutaumonHa dpakuums namepeHa c CMR >30-40%.

9 Nukosa CKOpOCT >3 m/s.

€ MauveHTn ¢ npegwecTBalla onepaumsa Ha RVOT upes n3non3saHe Ha Xo-

MorpadT, roBexau torynapHu BeHO3HM rpadToBe, BMonpoTesn/KoHANUTI.
MNMoTBbpAEH Upe3 NOBTOPHU U3MEPBAHUS.
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HO NpoBeXxJaluMTe aHaTOMUYHN UCTMYCU U MPOABIIKNUTENIHA MO-
HomopdHa VT, n notTeHymnanHaTta 3aryba Ha 4OCTBM 4O aHAaTOMUNY-
HUA UCTMYC Ype3 KaTeTbpHa abnauus cnep xupypruuHa PVRep
WK cef TPaHCKyTaHHa MMMIaHTaUmA Ha Knanu B yBenu4YeHu ¢
naty RVOTs, uma BakHU NPUIOXKEHNA NPV NaumeHTn, KOUTo ca
NOAJIOKEHN Ha penHTepBeHUMA.>>® B npouec Ha npoydysaHe e
Janvi Nnpef-nHTepBEeHLMOHANTHO KapTypaHe v NpeBaHTUBHA abna-
umA Ha 6aBHO NPOBEXKAALLM aHATOMUYHN UCTMYCU NPEAN UK Mo
BpeMe Ha VHTepBeHUUATa NpU nauymeHTa 6e3 AOKyMeHTMpaHa
CMOHTaHHa NpogbkuTenHa VT e ¢ bnaronpuaTeH epexT.

4.10.5. NMokasaHuA 3a eneKTpoPN3NONOrNM4HO
TecTyBaHe N MMNJIaHTUPYeM KapavnoBepTep
Aedunbpunarop

ICD Tpsab6Ba fga ce MMnnaHTMpa 3a BTOPUYHa NpeBeHumns Ha SCD

(naymeHTN cbC cbppeyeH apect nnu npogbmxkmutenHa VT) (IC

npenopwbka). MmnnaHtauyuATta Ha ICD 3a nbpBUYHa NpeBeHLMA

oCTaBa NPOTMBOpPEeYMBa, KaTo focera He e pa3paboTteHa naean-

Ha pucKoBa cTpaTudMKaLoHHa cxema. MaumeHTn ¢ HeobACHeH

CUHKONM U HapyLleHa KamepHa GyHKLMUA UAmn 4pyru puckosu dak-

Topw 3a SCD TpabBa fa 6baaT NogNoXKeHN Ha XeMogMHaMMYHa 1

EP oueHkKa. Mpw nnnca Ha obpaTma npuymrHa, Tpabsa Aa ce nma

npeasua mnnaHTaums Ha ICD (BukTe pasden 3.4.2).260.261

4.10.6. MNMpenopbKu 3a npocneaasaHe

Bcnuku naumneHtn ¢ TOF Tpsabea aa MMaT NepurognyHo Kapamono-
rMMYHO NpocneasasBaHe B crneumanun3mpaH LeHTbp 3a ACHD, koeto
Npvi NOBEYETO NauMeHTV TPA6Ba Aa ce Npasu exkerogHo. OLeHKaTa
npu NpocneaaBaHeTo TPA6Ba Aa TbPCK YCNOXHEHUATA U36POEHN
B pa3oesn 4.10.2. Bcuukm naumneHTn Tpabea aa ce uscnegsat ¢ CMR
Ha pelOBHW NHTEPBasK, 3aBMNCELLMN OT HAMEPEHaTa NaTosIorus.

4.10.7. JonbnHUTENHN CbOGpaxKeHns

+  Ou3snyecka akTUBHOCT/CMOPT: HAMa OrpaHuyeHmna npw 6es-
CUMNTOMHU KOPUrpaHu NaumeHT ¢ fobpa XxeMoArHaMuKa.
MaumeHTN C BUCOK PUCK OT KIMHUYHA apuTtmmna/SCD, naun-
€HTV C HanpefHana AByKamepHa ANCOYHKLMA 1 NaLUeHTH C
HanpepHana aopTonaTua Ha Bb3xoAALlaTa aopTa TpAbBa aa
6bAaT orpaHMyeHn Jo HUCKO-UHTEH3VBHA akTUBHOCT/CMOp-
TOBe U fja N36AreaT N30MEeTPUYHU YCUIUA.

+ bpemeHHOCT: HeKOpUrnpaHu NaLuneHTN CbCTaBABaT 3HaUU-
TeNleH PUCK 3a YCNIOXKHEHNA Ha MalikaTa 1 ¢peTyca u CMbpT.
PVUCKBT Npy 6pemMeHHOCT NpU KOPUrMpaHy NaLnMeHTn 3aBu-
CN OT TeXHUA XeMOAVHaMUYEH CTaTyC (HUCBK Npy NauneHTn
¢ pobpa xemoparHamuKa). Mpr nauMeHTN CbC 3HaUYMMM OCTa-
TbHYHM JIE3UN MMA PUCK OT apUTMKA N HeJOCTaTbYHOCT Ha
AAcHaTa Kamepa. Manko BepoATHO e bpeMeHHOCTTa Aa Mma
HebnaronpuATeH AbArocpoyeH epekT BbpXy CbpAeYHO-Cb-
posata GyHKUMA? (BuKkTe pazdes 3.5.7).

+  MNpodunaktka Ha IE: NnpenopbyBa ce camo Mpu BUCOKO-
PUCKOBY NaUuneHT (BUKTe paszdesn 3.4.6).

4.11. NynmoHanHa aTpe3us c gedeKr
Ha KamepHaTa nperpaga

4.11.1. BbBepeHue n oCHOBHa MHpopmauuna

Bb3pacTHy naumeHT ¢ nynmMoHanHa atpesua ¢ VSD ca xetepo-
reHHa rpyna rno oTHOLUeHVe Ha nogneallata aHatoMmus, Gusm-
onoruA 1 NpegLlecTBalim NHTepBeHUUN. MaumeHT ¢ nynMoHan-
Ha aTpe3una ¢ VSD mmart BbTpecbpaeyHata aHatomusa Ha TOF, Ho
nMncea npska Bpb3ka mexay RV u PA. 22q11.2 mukpogeneums e

yecTa (MMUEeBa aHOManusA, HOCOB roBop 1 3abaBsHe Ha pa3BUTUe-
10).263 CHabpasBaHeTO Ha PA e pasnuuHa npw nysMoHanHa aTpe-
3uAa ¢ VSD n onpegena eqHOBPEMEHHO KNMHWYHATa KapTvHa 1
noaxopa (CNoXKHOCTTa Ha NY/IMOHANTHOTO CbA0BO PYC/I0 MOXe fa
HarnpaBun KOPUrMpaHeTo HENPUBIEKATENHO WM HEBB3MOXHO).

MaureHTN C ANCKOPAAHTHN CbPAEUYHU KOMYHUKaLMN n/unm
efjHoKamepHa $u13nonorna 1 NoaxoabLT Npu TAX We 6baaT Anc-
KYTUpaHu B CbOTBETHUTE pa3feni.

Mma Tpn mogena PAs:

« YHudokanHu koHdpnyupawm PA ¢ gobpu pasmepu, cHabas-

BaHu ot PDA.

+  MyntndokKanHu, KoHpnympalym, Ho xmnonnactuuHu PAs (c

BUA Ha “4yalnka”), cHabasasaHm oT MHoxecTBeH MAPCAs.

«  Myntudokantu, HekoHdnyvpawwm nnm nunceawm PAs, cHab-
aaaHu ot MAPCAs.

XvpypruyHoTo neueHne e cunHo aebatupaHa Tema, nopagm
JIMMNCa Ha KOHCEHCYC 3a ONTMMAJsIHOTO NleyeHye.

MauneHTn ¢ KoHGnympawm PAs ¢ fobpu pasmepu 1 Nynmo-
HaneH cTBos (06MKHOBEHO C KNamnHa aTpes3us) ca NoaxXoAALy 3a
Kopekums, nogobHa Ha K- Fallot, n3non3eawa TpaHcaHynapeH
naty. MauneHtn c PAs ¢ jobpu pa3mepwu, HO 6e3 NynMoHaneH
cTBOJ, TPAGBa fa 6bAAT MOLANOKEHN Ha KOPEKLUNA C KOHAIOUT
RV-PA. MauneHTn KoHGNympaLym, Ho xunonnactuuHn PAs uecto
MUMaT Hy>/Ja OT apTepunaneH WbHT U PEKOHCTPYKLUMA Ha RVOT
(6e3 3aTBapAHe Ha VSD), KoeTo MoXe Aa yckopu pacTexka Ha PA
1 cnepf ToBa fa 6baaT npernefaHn 3a KOpPeKLUMA B NMo-KbCeH eTan
ypes 13Mnon3BaHe Ha KOHAKUT C Knana. MNauneHTn c HeKoHpnym-
pawwu PAs c afeKkBaTeH, HO He 1 TpeKkomepeH 6enoapobeH Kpb-
BOTOK B paHHa [ieTCKa Bb3pacT, MoraT fia AOXMBeAT Ao 3pana
Bb3pacT 6e3 onepauus. ima nprBbPKEHNLM Ha MOeTaneH noa-
X0A C yHNdOKanmsaumna Kbm Tasm No-KbCHO Npeam3BMKaTeNHa
rpyna KbpmayeTa, uenswa GUHaNHO KOPEKLMA C KoHAmnTa. 2%

4.11.2. KnnHnyHa n3faBa 1 ectecTBeHa eBonoLnsA

B 3pana Bb3pacT, KNMHUYHATa U3ABa NPV KOPUTMPaHW NaLMeHTK

e nopgo6Ha Ha Tasu npu TOF (BuxTe pazoesnu 4.10 n 4.14). Hekopu-

rmpaHv naumeHTy ce NpefCcTaBAT C AUCNHEA Npu ycunme, ymopa

N Nporpecrpalia XpoHNYHa LnaHo3a, nopaan HamaneH 6eno-

Lpo6eH KpbBOTOK OT KonaTepasHu cTeHo3u, PA cTeHo3a, noBu-

weHa PVR, nnn HapacTBawmn KamepHW TeneamacTofiHn Hansara-

HMA.2%% LinaHo3aTa wWwe foBefe eBeHTYyasiHo [0 MYyNTMOPraHHO

BbBNYaHe (BUXTe pazden 3.4.8). MNpn HeKopUrmpaHu NaLneHTmn

MOraT fia HaCTbNAT peamnLa YCIOXKHEHUA:

+  XeMonTK3a, KOATO MOXe fa Ce AbMKIM Ha PynTypa Ha 0bmyanHo
MaJiku KonaTepasnHu CbAoBe U/vnm Tpombo3a Ha Manka PA.

+  XpOHMYHATa CbpAeYyHa HeAOCTAaTbYHOCT € OOUKHOBEHO
MHOTropaKTOpPHa N MOXe Aa Ce AbJIKN Ha XPOHMYHA Uua-
HO3a, paHeH yBennyeH 6enoapobeH KPbBOTOK, MOBMLILEHA
PVR, RV gucdyHkuma, AR, n gpyrun npuumHm.

« [porpecupalya grunatauma Ha Bb3xoAdALlaTa aopTa C Hapa-
cTBawa AR (pagko aopTHa gucekaums).

«  EHpOKapaunTbT MOXe fa 6bhe 0co6eHO PUCKOB NpU NaumneH-
TW C OFPaHNYeH CbPAEUYHO-CHAOB PE3EPB U TE3N CbC CUTHU-
¢duMKaHTHa LMaHo3a.

+  Aputmuna n SCD He ce peaku.

« CermeHTHa PAH.%6

4.11.3. UsrpakpaaHe Ha AnarHosara

BuxxTe pasgen 3.3 3a 06LWM NPUHLMNN.

«  KNWHWYHM HaxopKM: UMaHo3aTa MPU HEKOpUrMpaHu na-
LUMeHTN MOXe Aa 6bhe u3paseHa, opu U NP MUHUMASTHO
dusnyecko ycunue. KOHTMHyanHu wWymoBe OTKbM rbpba
HacouBaT KbM MAPCAs. EKI HaxogKkn BKnoUBaT ASICHO OT-
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KnoHeHne Ha octa U RVH. PeHTreHorpaduaTa Ha rpbaHuA
KOLU MOXe fia MoKaXe CbpfAeyeH KOHTYpP ¢ popmMa Ha 60Ty
(,npa3eH PA 3annB”) c HeHopMmarseH, HamaneH 6enoapobeH
CbJ0B PUCYHDBK (pepyBalla ce C nosieTa C NOBULLIEH CbAOB
pucyHbk npes ronemu MAPCAS).

« Exokapguorpadua: Haxoakute npy NaumeHTn C KopeKkuumsa
3aBUCAT OT BUAa KopeKkuus (BUxTe pasodenu 4.10 n 4.14). Mpwn
HeKOpUrMpaHy NauMeHTn, Iunca Ha AupekTeH ToK oT RV go
PA, C KOHTMHYaneH TOK Ha MHOroO MecTa CbC LUBeTHMA [lon-
nep, Mmoxe fa 6bae suaaH nopagn MAPCAs. 3D exokapano-
rpaduvATa moxke a MOMOrHe AOMbJIHUTENIHO 3@ OYepTaBaHe
Ha MmaTonorMyHata aHaToMuA 1 ABYKaMepHUTe pasmepu U
dyHKUmA. TOE e none3Ho Npuv HAKOW NaLMeHTH 3a OLleHKa Ha
KnamnHaTa aHaToMuA, KoraTo TPaHCTOpaKanHOTO u3obpassa-
BaHe e TPY/HO, UK KoraTto ce nopo3supa IE.2%¢

«  CMR, CCT, n cbpfeyHa KaTeTepusaumus ca Heobxoaumu 3a
onpepaensHe Ha N3TOYHULWTE Ha 6enofpPo6HO KPbBOCHAO-
AABaHe 1 pa3smepbT Ha PAs, 3a oueHka Ha MAPCAs, n nony-
YaBaHe Ha xemopuHamuKata. Mpy KopurmpaHu nauueHTu,
CMR ce n3non3ea Npu M3NCKBaHWA NOAO6HN Ha Te3n npu
nauuneHTn c TOF [3a RV 06emun 1 dyHKums, PR, pasmep, dop-
Ma 1 paswmpeHmne Ha PAs, a 1 pasmepbT Ha Bb3xoAaALlaTa
aopTa 1 Ha OCTaTbyHMA WHHT (Qp:Qs)]. 3D poTaunoHHa aH-
rmorpadua n 3D ¢ HacnoxeHn 06pasu, KakTo 1 CJIMBaHe Ha
o6pa3unTe C PeHTreHOB Y MarHUTEH Pe30HaHC, AOMPUHACAT
3a Npeun3HOCTTa Ha oLeHKaTa. 2’

4.11.4. XupypruyHo/KaTeTbpHO NHTEPBEHLMOHANHO
neyeHune

3a npocnegsaBaHe ¥ MHTepBeHUMA Npu nauneHTn ¢ Fallot-no-

Jo6Ha KopeKLUA C TpaHcaHynapeH nau, BuXKTe pasden 4.10; 3a

naLyeHTn C Kopekuuna nsnonssawa KoHaUT RV-PA c BkntoueHa

Knana, BUXTe pasodes 4.14.

MaumeHTn ¢ nynmoHanHa atpe3una ¢ VSD npexxueasalym
6e3 KopurmpaHe Jo 3pAana Bb3pacT, Uan C npejLwecTsalyu na-
NMaTVBHU Npouenypu, MoraT HauCTUHa Ja MMaT Non3a oT Mo-
OEePHV XUPYPTUYHM UM MHTEPBEHLMOHAMHM Npoueaypwn.268269
MaumneHTn ¢ PAs c pobpu pasmepu n te3m c ronemm MAPCAs,
aHaTOMWYHO MOAXOAALM 3a YHUPOKanuM3aumsa, KOUTo He ca
pa3sunu Texka PVD nopagw npepgnassaliy cTeHo3u, TpsAbBa ga
6baaT npeaBuaeHu 3a xmpyprua. MHOro HekopurnpaHu naum-
eHTM moraT obaye Aa He ca NOAXOAALM 3a MO-HaTaTblUHA XU-
pyprvis, rnaBHO nopagan COXXHOCTTa Ha TAxHaTa 6enoapobHa
cbloBa cuctema. BaxHo e ja ce oueHw, Ye fOKaTO CbpAeyHaTa
XMPpYprua Moxe fa nofobpun KAMHUYHUA CTATyC UK NPOrHO-
3aTa (NocnegHaTa € YMCTO CrneKynaTBHA), TA € CbLo raBHa
NpMYMHa 3a CMBPTHOCTTA.

KaTeTbpHaTa UHTEPBEHLMA MOXe Aa BKtouBa 6anoHHa an-
natauumsa/cTeHTMpaHe Ha KonaTepasiHu CbAoBe 3a yBenMuyaBa-
He Ha NyJMOHaNHMA KPbBOTOK.2’® OT Apyra cTpaHa, nauneHTu
C TEXKa XeMOMTM3a MOXe [a Ce HYXAAAT OT MMMiaHTauma Ha
KOWN B pynTypupanu KonatepanHu CboBe.

MpexmBAeMOCTTa 3aBUCK OT C/IOKHOCTTa Ha NyJIMOHanHUTe
Mandopmauum 1 pesyntatute OT XMpypriuyHata Kopekuwms. MNpe-
XKMBAEMOCTTa NPV MafNATVBHO OMepupaHy MauMeHTU € CUMHU-
dUKaHTHO MO-HUCKA 1 e cbobLyeHa Kato 60% npu 20-rogniuHO
npocneasasaHe. TpaHcNaHTauuATa cbpue-6an apob moxe eBeH-
TyasiHo Aa 6be Bb3MOXHOCT NPU BUCOKO CeNEKLMOHPaH nua.

4.11.5. MpenopbKu 3a npocneaasaHe
MaureHTN ¢ nynmoHanHa atpesus ¢ VSD Tpabsa ga 6baat npo-
cnepABaHn nepuogunyHo B cneyunanmsnpad ACHD LeHTbp (Han-

MaJiKo BEAHBXK rofiLLHO). 3a NOAX0A KbM CBbP3aHOTO C LiaHo-
3a MHOFOOPraHHO BbB/INYaHe, BUXTe pazdesn 3.4.8.

MaumeHTn cbe cermeHTHa PAH mora fia 6baat o6MucnaHn 3a
TapreTHa PAH Tepanus; BuxTe pasden 3.4.3.271:272

CMMMTOMW KaTo AMCMHes, HapacTBalla L1aHo3a, NpoMsiHa
B LWUBHTOBMSA WYM, CbpAeUYHa HEAOCTAaTbYHOCT WY apuUTMUA ce
HY>X[anT OT CNeLranHo BHUMaHWe 1 NpeLeHKa 3a UHTepBeHUS.

4.11.6. loNbAHUTENHN CbOOGpaXkeHNs

«  dur3nyecka akTMBHOCT/CNOPT: TE€3U C OTINYHA XEMOJMHAMN-
Ka TpAbBa fa 6bpaT noowpAsBaHn Aa UMaT pefoBHM HaTo-
BapBaHWA, U36ArBaliKM CaMO TEXKM M3OMETPUYHU yrpax-
HeHuA. Te3n cbc cybonTUmanHa xemoarHamuka Tpabea aa
6baat GyHKLMOHaNHoO no-orpaHnyeHun. KpanHute HaToBap-
BaHMA TpAbBa Aa ce n3bAreat, Ho TpA6GBa Ja ce Hacbpyasa
du3myecka akTMBHOCT C MO-Masika MHTEH3UBHOCT Pa3XOX-
faHe, niyBaHe, AOPU KapaHe Ha Koneno).

« bBpemeHHOCT: pUCKBT OT BpPeMeHHOCT NpK KopuUrmpaHu na-
LUMeHTn ¢ fobpa XxemoaMHaMMKa 1 nNnnca Ha aHamHesa 3a
APUTMUN € HUCBK. PUCKBT HapacTBa ¢ xunokcemus, PAH,
KamepHa ANCOYHKLMA, CUMNTOMM Ha CbpheyHa HepocTa-
TBUYHOCT M apUTMUK (BUXKTe paszdes 3.5.7). Tblh KaTo MUKPO-
faeneumata 22q11 e gocTta yecTta € T031 fedeKT, naymeHTuTe
TpAbBa ga 6bAAT NpoBepeHn Npean 6pPeMeHHOCT.

« Mpodunaktuka Ha IE: npenopbuMTenHa camo Npu BUCOKO-
PVCKOBM NaLMEHTU (BKIIOUMUTENHO BCUUYKU HEKOPUTMPaHU
nauuneHTn; BUXTe paszoen 3.4.6).

4.12. TpaHcno3numA Ha ronemuTte
aprepun

4.12.1. BbBepeHue n ocHOBHa UH$opmayna
TGA ce xapaKkTtepusupa ¢ AV (aTpro-BeHTPUKYlapHa) KOHKOpP-
JAHTHOCT 1 KamepHo-apTepmanHa AMCKOHAAPTHOCT: aopTaTta
npousxoxpa ot RV, PA ot LV. TGA ce Hapuua ,npocTa” npu nunca
Ha npuppyXaBsalu BpoaeHn aHomanuu; TGA ce Hapuya ,KOM-
nnekcHa” mpu Hanuuve Ha npuppyxasawm aHomanuu: VSD-
(~45%), LVOTO (~25%) n CoA (~5%). AbNrocpouHnaT KnnMHu4eH
n3xop Ha KomnnekcHata TGA e, He3aBMCUMO OT BUAa XMPYpPruy-
Ha KopeKL s, No-noL, OTKONKOTO Ha npocTaTta TGA.

Etnonoruata Ha TGA He e n3BecTHa, a natoreHesara e npo-
TuBopeyrea. DaMUTHOCT CbLLECTBYBA, HO € MHOro paaka. Mpe-
ob6nafaBa MbXKua non 2:1.

EctecTBeHaTa eBOMIOLMA € U3KNOUNTENHO HEGNAaronpuATHa,
a NpexnBAemMoCTTa [0 3pAna Bb3pacT 6e3 XMpypruyHa Kope-
KUuMA e mn3KnioyeHre. XMpypruyHnTe TEXHWKM ca MpeTbpnenu
pasButme: NpeAcbpAHOTO MpPeHacouyBaHe (aTpuaneH cyuu) e
61no 3amMeHeHO C mpoueaypa 3a apTepuanHo npeHacoysaHe
(apTepmaneH cyuu), a komnnekcHute TGAs ce onepupat 4ecTo
npw n3nonssaHe Ha Kopwkuwma Tun Rastelli.

CxemaTnueH npernen Ha XMPYPruyHU TEXHUKWA W TeXHUTe
AbNrocpoyHu pesyntatu npu TGA ca npepctaBeHu BbB Quaypa 9.

4.12.2. Onepauuns c npeaCcbpAHO NPpeHacoYBaHe
(aTpuaneH cymnv)

4.12.2.1. KnuHu4Ha ussea cied ampuasneH cyuy

Mo-Bb3pacTHM NaumeHTn ¢ npocta TGA ca ¢ onepauua ¢ npea-
CbpfHo npeHacoysaHe Tun Mustard nnm Senning. Haii-uectnte
YCNOXHEeHWA ca:

«  AncdhyHKUMA 1 HEAOCTAaTbYHOCT Ha cucTemHaTa RV.

+ Bropwnuna nporpecupaiya TR (cuctemna AV knana).
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MaHen A: MNMaHen B: rE TCLh
Cxema Ha TGA Cxema Ha TGA
(npean KopeKuus Ducus Kopurmpasa c

arteroiosus aTpuaneH cyn4u n SN-gucd./ npencopana/
NnocoyeHun ’ KamepHa aputmua / SCD

ADJFrOCPOYHN

yCnoXxeHua Mynmonanka
XunepTonua

Ha LVOT

Manen C:
Cxema Ha TGA KopurupaHa c aptepuaneH
CYUY 1 MOCOYEHU S bATOCPOYHM YCIOXKEHUA

{ NepudepHa PS

.il

Qurypa 9: [loBeaeHWe Npu TPAHCMO3NLMA Ha FONEMUTE apTEPUU: ABJITOCPOYHN YCNOXHEHNA, C KOUTO ce cbnbcKBamMe Mo
BpeMe Ha npocneasBaHe.

Ao = aopTa; AV = npeacbpaHo-KamepeH/a/o/u; IVC = ponHa BeHa KaBa; LA = naBo npeacbpaue; LV = naBa kamepa; LVOT = ne-

BOKamepeH (cybnynmMoHaneH) n3xofeH TpakT; PS = nynmoHanHa cteHo3a (HagKnanHa/B KNOH Ha nynMoHanHata aptepus); PV =

nynMoHanHa BeHa; PVA = nynmoHanHo BeHO3HO npeacbpane; RA = aacHo npeacbvpamne;RV = gacHa kamepa; SCD = BHe3anHa

cbpaeyHa cmbpT; SN-dysf. = ancdyHKUMA Ha cnHycoBuA Bb3en; SVA = cucTeMHO BEHO3HO npeacbpave; SVC = ropHa npasHa

BeHa; TV = TpuKycnupganHa Knana.

- bpaaukapaua M XpOHOTPOMHa HefOCTAaTbYHOCT, Nopagu : « HagkamepHa TaxvapuUTMUs, B TUMUYHUTE C/lyyanm KaBo-
3ary6a Ha CHYcoB puTbM; AV NPOBOANMOCTTa € 06MKHO- TPVKYCNUAANHO UCTMYC-3aBUCUMO TpenTeHe, ClefBaHo
BEHO MHTAKTHa. : OT MaKpO-PUEHTPU KPbF CBbP3aH C XUPYPruuHn paspesu/
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umkatpmkcy; AF MoXe fa HacTbnM B MO-KbCHA Bb3pacT.

Bucoknte CbpheyHM 4ecToTU Ca 4YecTo XeMOAUHAMUYHO

TPYAHO NOHOCUMW, NOPaAN HEBb3MOXKHOCT 3a YBeSIMyaBaHe

Ha MpegHaTOBapBaHETO, nocsieanua OT OrpaHUuYUTeNHUTe

npeacbpAHu nperpagn. bpagukapana nopagn SND moxe

na npeaunssuka AT.

+ KamepHn Taxmaputmuu: nbpBuMYHa nonumopdHa VT unm
VF, nopagun nowa KamepHa ¢GyHKUMA U MEXaHU3bM CBbP-
3aH CbC CbpAeYHa HegocTaTbyHOCT, unm VT nopagu ymkar-
puKc/paspes/KpbrKa-CBbp3aHO PUEHTPU MPU KopUrmpaHa
komnnekcHa TGA; sTopuuyHa VT nnu VF, npegwecTtBaHm ot
cynpa-BeHTpUKynapHa Taxvukapamsa (SVT) ¢ 6bp3o nposex-
[aHe 1 nocsefBalla MUOKapAHa MCXeMUA, NOpagn MHOro
HVCKNA yaapeH o6em cBbp3aH ¢ Ta3n SVT.

« CreHo3a Ha TyHena (nperpagaTa), Wnun Ha ropHaTta nperpaaa
(nABO HeonpeAcbpAaue) (Harn-yecTa), UMM 06CTPYKLUMA Ha AO-
NHaTa nperpaga.

« [ponyckaHe (leakadge) Ha nperpagata, nnm ¢ L-R wbHT, BO-
Jew, fo yBenuueH 6enogpobeH KpbBOTOK, Unn ¢ R-L WwbHT
npv Hannune Ha AUCTaNHa O6CTPYKUMA Ha KPbBOTOKA, C Ln-
aHo3a UM NapagoKcaneH emb6onmM3bm.

« O6CTPyKUMA Ha MyNIMOHaNHa BeHW/ 06CTPYKLUMA Ha BEHO3HO
npeacbpane, Hal Yecto B MACTOTO, KbAETO MySIMOHaNHUTE
BEHW Ce CBBbP3BAT C My/IMOHANHOTO BeHO3HO npeacbpave/ RA.

«  LVOTO moxe pa ce pa3sue, nopagm n3nbkKBaHe Ha MeXayKa-
MepHaTa nperpaja KbM cybnynmoHanHaTa LV ¢ H1ucko Hans-
raHe, YeCTo CBbp3aHa CbC CUCTOMHO ABMXEHME Hanpes Ha
MUTpasHaTta Knana.

+  PH moxe pa ctaHe MaHMdeCTHa, MOHAKOra fleceTuneTus cneg
npoueaypata C NpeACcbPAHO NpeHacouBaHe; TA 06MKHOBEHO
€ NocT-KanunAapHa,’> Ho MoXe CblLo Aa e Hanvue PAH.

«  CMbpT gbKalla ce Ha CbpAeyHa HefOCTaTbYHOCT UKW BHe-
3arHa CMbpPT, BEPOATHO NpeaM3BMKaHa OT apUTMMIA.

B no-ronemu cepun c npocneasasaHe gocturawo 40 roguHu,
npexmnsaemocTtTa e 60-75%.27427> MpexuneaemocTTa 6e3 NHUK-
aeHTv e easa 20%.279277 OusnuecknAT KanaymTeT 06MKHOBEHO
€ HamaneH OT HeafleKBaTHO yBeNNYeHne Ha CbpAevHNA AebuT:
XPOHOTPOMHO HECHOTBETCTBUE, HAMasIeHO NpeAHaTOBapBaHe B
pe3ynTaT Ha OTHOCUTENTHO CTECHEHWTE U/UIM HECHOTBETCTBALLM
nperpaan — NPUCHLLO 3a KOPeKUMATa Ha aTpuaneH Cynd — 1 Ha-
maneHata RV ¢dyHKumA.

4.12.2.2. U3epaxoaHe Ha oudzHo3ama

BukTe paszdes 3.3 3a 06K NPUHUMUNN.

KnuHuuHata oueHKka TpabBa Ja BKIOYBA TbpCeHe Ha Npu-
3HaUW Ha BeHo3eH 3acToli. [logyBaHeTo Ha rnaBaTta U WKATa ca
npu3HaK 3a ob6CcTpyKumMA Ha nperpagaTta kbm SVC. MogysBaHeTo
Ha KpakaTa, Bapuuw, xenatomeranusa n yepHoapobHa Lmpo3a
ce HamupaT npu o6CTPYKLMUA Ha CUCTEMHOTO Heonpeacbpane
kbM IVC. CreHo3aTa, fOpU MbNHaTa 06CcTpyKLUMaA, MoraT aa 6baat
6e3cMMNTOMHY, Nopaan ebpekTUBHa HGannac UMpKynaumsa, ocu-
rypeHu oT BeHa a3uroc Uim Xxemrnasuroc.

C/CTONMYHMA WYM Ha U3roHBaHe npegnonara o6CTpyKums
Ha cybnynMOHanHMA U3XofeH TPaKT, a CUCTONEH perypruta-
LMOHEeH WyM npeanonara peryprutauma Ha cuctemHata TV. EKT
HaxopkuTe BktouBaT RVH 1, He yecTo, 3amecTuUTeneH puTbMm C
TeceH QRS, 6e3 Bugumun P BbnHW.

+  Exokapguorpaduata e nbpBOCTENEHEH AUArHOCTUYEH
meTof, ocurypsBaly nHGopMauna BbpXy pasmep U CUC-
TonHa GyHKUMA Ha cybnynMoHanHaTa U cucTeMHaTa Kame-
pu, 06CTPYKUMA Ha CybnynMOHanHuA nsxopeH Tpakt, TR,
nponyckaHe Unn o6CTPyKLUUA Ha NpeACbPAHY Nperpagn u
oLeHKa Ha NYJIMOHaNHOTO BEHO3HO BpbLaHe. MpusHaunTte

Ha PH ca yecTo egBa JONOBMMN — MPOMEHEHa reomeTpus
Ha MeXxJyKamepHaTta nperpaja B CUCTona 1 NaToiornmyHo
wupoka PA - 1 moxe Aa 6bAaT TPyAHM 3a pa3no3HaBa-
He. CbMmHeHMeTOo 3a PH mn3nckBa gmMarHoCcTMyHa cbppevHa
KaTeTepusauma 3a WU3KoYBaHe/MoTBbpXKAaBaHe Ha PH,
Tbil KaTo MOXe Aia ce oTpa3n Ha nogxofa. KoHTpacTHaTa
exokapanorpadma Moxe Aa AeMOHCTpMpa NponyckaHe
(leakadge) npu nperpaga — Hanuue go 50% npu Hece-
NeKTUpaHn 1 6e3CMMNTOMHUN NALMEHTU — WA NperpagHa
06CTPYKUNA.28 UHXKEKTUPAHETO Ha KOHTPACT B ropHuTe
KparHMLM 4eCTo U3MNycKa NPOMyCcKaHeTo B fONIHaTa YacT Ha
CUCTeMHaTa BeHO3Ha nperpaja; Toi Moxe fia 6bae nsKio-
YeH ypes NHXeKTupaHe B eAHa oT pemopanHuTe BeHn. TOE
€ nosiesHa 3a oLleHKa Ha nperpaauTe.

+  CMR ocurypsasa no-HafgexpHa W MNO-ACHa KonuyecTBeHa
oueHKa Ha cuctonHata GyHKUmMA Ha cuctemHata RV oT exo-
KapanorpaduaTa, 1 Ha NPOXOAUMOCTTA Ha NpeacbpAHUTE
nperpagn. Moxe aa 6bie M3MepPeH HaZeKOHO pa3MepbT
Ha ronemuTe apTepuun; HeHopManHo wupokata PA n/unn
ronamata cyo6nynmoHanHa LV morat ga nokassat PH. LUbHT
CBbpP3aH C nponyckaHe no pbba moxe fa 6bAe M3umcnieH
(Qp:Qs). Manku ,Teyose” no pbba, KONTO He BOAAT 4O AOC-
TaTbYeH WHHT, ca TpyAHU 3a oTkpmBaHe ¢ CMR (no-ao6bp
MeTof e KOHTpacTHaTa exokapauorpadusa). KbcHoTo rago-
JIMHNEBO ycunBaHe B cucTemHaTa RV npefckasBa KNMHWY-
HUA n3xon2"°

+  W3kniouBaHeTO Ha 06CTPYKLUMA MW WHHT Npe3 CUCTEMHOTO
Heonpeacbpane e 0T OCHOBHO 3HayeHve Npean NMnaaHTa-
uma Ha PM/ICD nnn noctaBaHe Ha HOBU/AOMbAHUTENHN NEN-
CMeNKbPOBY eNeKTPoAMW Npe3 CUCTEMHUA (FOPHUA) TyHen.
AntepHatmea Ha CMR n CCT 3a oueHKa Ha ropHua TyHen e
KOHTpacTHaTa MHXeKUMA B AACHaTa pbka 1 ¢nyopockonus.

+ CPET e BaxeH Npu NpOABbIXUTENIHO NpocneasaBaHe 3a ce-
pu1iiHa oLeHKa Ha GM3NYECKNA KanaunuTeT U XPOHOTpoNHaTa
HefoCTaTbYyHOCT. MoXe cbLo Aa “gemackmnpa” nponyckaHe
B TyHena (gecaTtypaums), KoeTo e 6e3CMNTOMHO B NMOKOWA.

«  XonTep MOHUTOpWpaHe, pekopaep Ha cbbuTna n EP TecTty-
BaHe, Ca NoKa3aHu Npv Nof6paHu NaLneHTu, ako ce Nofo3un-
paT 6paguKapana U/Mnm TaxnapuTMmm.

« CobppeyHa KaTeTepm3auma e NoOKasaHa, KoraTo HenHBasuB-
HaTa OLleHKa e HeACHa 1M Korato CbMHeHueTo 3a PH Hanara
oLeHKa (BMKTe pazden 3.3.5).

4.12.2.3. MeOukameHmMo3Ho sedeHue

«  CuctonHa ancoyHKuMa Ha cuctemHa RV: HAMa paHHM 3a
nogkpena Ha xmnotesata, ye ACE nuxmnbutopu, ARBs, 6eTa
6noKepun NN anJoCTEPOHOBM aHTAarOHNCTY — CAaMOCTOATEN-
HO M B KOMBUHALUMA — Noao6pABaT KNMHUYHMA n3xoa.280
B MomeHTa He MoraT ga 6bfaT HanpaseHW yoeauTenHu npe-
NopPbKN.

+ HepocTtaTbyHOCT Ha cuctemHata RV: B cnyyai Ha ABHa Cbp-
JeYHa HeloCTaTbYyHOCT, ANYypeTrLm obnekyaBaT CUMMATOMM-
Te. Makap ye He e fOKa3aHa Mos3a OT MeLVKaMeHTO3Ha Te-
panusa 3a KOHBEHLUNOHAJTHA CbpAEUYHA HELOCTAaTbYHOCT NpK
nayneHTn cbC cuctemHu RVs, moBeyeTo CMMMTOMATUYHMU
nayMeHT! MoraT fia UmaT nonsa oT NpegnucBaHe Ha “Knacu-
yeckn” menKaMeHTU 3a CbpAeYHa HeJOoCTaTbYHOCT.

«  ApuTMuA: nekapcTBa, KOUTO HaManABaT CbpAeYHa YecToTa
TpAbBa Aa 6bAe M3Non3BaHW C MOBULEHO BHMMAHWeE, Tbin
KaTo cnefl NpefcbpAeH Cyny naumeHTUTe ca NoaaTnvBY Ha
6pagmkapamsa n SND.

«  PH: ToyHnAT mexaHu3bm Ha PH Tpabea ga 6bae m3AcHeH
npean o6cbXaaHe Ha MeAMKAaMeHTO3HO neveHue. MNocT-Ka-
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nunAapHa PH KbcHO cnep cymy onepauna usrnexaga no-yec-
Ta, C NOCNefCTBUETO, Ye cneunduryHaTa nysMOHaHa Ba3o-
AunatatvBHa Tepanua e NPOTUBOMOKa3aHa, HO MOXe fAa e
Hanvue n npexkanunapHa PH. 3aToBa, BHUMaTenHaTta xemo-
OMHaMMYHa OLUeHKa MMa peLlaBallo 3HavyeHune.

npenop'bl(w 3a UHTepBeHUNA NpN TPaHCNO3UL A Ha ro-
nemMuTe apTepun cieg atpuasieH cynd onepayna

MNMpenopbkn Knac? Hugo®
Moka3aHnA 3a XMpypruvHa UHTepBeHLNA

Mpu cumnmomamuyHu NauMeHTN C 06CTPYKLUMA Ha
6enoapobHOTO BEHO3HO MpeAcbpamne, ce npeno-
pbUBa XMPYPruyHa Kopekuma (pAAKO € Bb3MOXHa
KaTeTbpHa MHTEPBEHLUA).

Mpy cuMnmomamuyHu NauMeHTN CbC CTEHO3a Ha
nperpagata, HeKopurrpyema c KaTeTbpHa UHTep- 1 C
BEHLWA, Ce MPenopbyBa XNPYPruyHa KopeKuus.

Mpn cMMNTOMaTVYHY MALWMEHTU C NPOMyCKaHe
(leakage) Ha nperpapata, Hekopurupyemu no
TPAHCKAaTETbPEH HAuUWMH, Ce MPEnopbuYBa XMPYpP-
rMYyHa KopeKuma.

Mpu naumeHTy € TeXKa peryprutauma Ha cucTem-

HaTa (TpuKycnuganHa) AV knana, 6e3 3HauMma Ka-

MepHa cuctonHa ancoyHkuma (EF >40%), Tpsbsa lla C
[a Ce UMa NpPeaBua KOPeKLUMs NN CMAHA, He3aBu-

CMMO OT CMMTOMaTMKaTa.

BenanHr Ha PA npu Bb3pacTHW, KakTO W MOAro-
TOBKa Ha LV c nocnepBaly aptepuaneH cymy, He ce m C
npenopbuBar.

MokasaHusA 3a KaTeTbpHa UHTEPBEHLNA

Mpy cuMNMoMamuyHU MaUMEHTU CbC CTEHO3a Ha
nperpagara, NpenopbKaTa e 3a CTeHTUPaHe, Kora- 1 C
TO € TEXHNYECKMN Bb3MOXKHO.

Mpy cuMnNMoMamuyHU NaLMEHTU C NPOMyCKaHe Ha
nperpagara 1 LUMaHo3a B MOKOW MW NO Bpeme Ha
HaToOBapBaHe, WM CUIHO CbMHEHME 3a MapajoK-
canHa embonus, npernopbkaTa e 3a CTeHTupaHe (c
MOKPUT CTEHT) MM 3aTBapAHE C YCTPOWCTBO, KOraTo
Ca TeXHNYECKMN OCbLLECTBUMMU.

Mpun cumnmomamuyHu NauMeHTN C NPoNycKaHe Ha

nperpagara v CUMNTOMU AbKawm ce Ha L-R wbHT,

npenopbkaTa € 3a CTeHTMpaHe (C MOKPUT CTEHT) | C
UNK 3aTBapAHe C YCTPOWCTBO, KOraTo Ca TEXHUYeC-

KN OCbLLEeCTBUMU.

Mpu 6e3cuMNMOMHU NAUMEHTN C NPOMYCKaHe Ha
nperpagara CbC 3HaUYMTENTHO KAMEPHO 06eMHO 06~
pemeHsBaHe, Ab/KALWO ce Ha L-R wbHT, TpAbea aa
ce Ma npeaBua CTeHTUpPaHe (C NOKPUT CTEHT) Unn
3aTBapsAHe C YCTPOWCTBO, KOraTo Ca TeXHUYeCcKn
OCBLLECTBUMU.

lla C

Mpun nauymeHTM C nponyckaHe Ha nperpagara,
KouTo Mmat Hyxga ot PM/ICD, Tpsabsa aa ce uma
npeaBuA 3aTBapAHe Ha NperpagHuA Tey C MoKpuUT
CTEHT, KOraTo € Bb3MOXHO, NMPeAn BKapBaHETO Ha
TPaHCBEHO3HW eNeKTPOAN.

lla C

Mpun 6e3cuMNMOMHU NaLNEHTN CbC CTECHEHWE Ha
nperpajara, MoXe fla ce nma npeasuj CTeHTUpa- 11b C
He, ako e TeXHNYECKM Bb3MOXHO.

AV = aTproBeHTpuKynapeH/a/o/v; EF = ppakuma Ha natnackeaHe; ICD =
UMNNaHTMpyem Kapavoseptep aedpnbpunatop; L-R = naso-geceH; LV
nABa Kamepa/nesokamepeH/a/o/v; PA = nynmoHanHa aptepwus; PM
nencmenkbp.

2 Knac Ha npenopbKuTe.
b Hueo Ha gokasatencTeHoCT.

4.12.2.4. Xupypau4Ho/KamemspHO UHMEPBEHYUOHASIHO Jie4yeHue

EnektpodusnonornyHo nscnensaHe, abnauma, cbpheyHa pe-

CUHXPOHU3MpaALLA Tepanua U UMNIAHTUPYeMU KapauosepTep

aedunbpunaTopu.
O6WY NPVYHUMNK, BaNMAHU 1 3a NauMeHTV C NpeacbpaHa

cywu npoueaypa, ca o6cbaeHn B pasgen 3.4.2.3237

+ EP n3cnepBaHuAa n MHTpeBeHUUN Ca YCNOXKHEHW, TbIA KaTo
nperpagute Bb3NpenATCTBAT HOPMaJHUA AOCTbN JO Npea-
cbpanaTa. JOMUHUPAWMAT MeXaHW3bM Ha HagKamepHuTe
apuTMMKN e NpPeACbPAHO TPenTeHe OT KaBO-TpUKycnupan-
HMA UCTMYC, KOETO U3MCKBA YeCTO NYHKLUMA Ha nperpajarta
3a foCTUraHe Jo NCTMYCHUA 6NOK. ANITEPHATMBHO, MOXe fia
ce U3nonsea oTganeyeHa MarHUTHa HaBUraLumsa 3a peTporpa-
A€eH AOCTBN A0 MYJIMOHANIHOTO BEHO3HO npeacbpave. [loc-
TbNbT [0 KOHBEHUMOHANHUA PeTporpajieH TpaHcaopTeH
MbT NPY Bb3PacTHM OB6UKHOBEHO He e ycrelleH 3a nocTura-
He Ha 610K Ha ncTmyca. MpenopbuBa ce HacouBaHe ¢ TEE,
KOraTo e rMokasaHo NyHKTMpaHe Ha nperpapa. Hama nonsa
OT MporpammpaHa enekTpuyecka CTMMynauma 3a ctpatmou-
KauuA Ha pucka.

«  Nencmeinkbpu: BUXKTE pazden 3.4.2.
MNMoka3aHuATa 3a MHTepBeHUUA ca 0606LieHN B TabnuuaTta

lpenopsKu 3a Xupypau4yHU U KamemwspHU UHMepseHyuu npu TGA

c/1ed onepamuseH ampuasneH cyud.

4.12.3. Onepaunsa apTepuaneH cyny

4.12.3.1. KnuHuyHa kapmuHa cned apmepuarneH cyuy

Mnagn Bb3pacTHu ¢ npocta TGA BEpPOATHO Lie ca noayuunu

onepauua apTepmaneH cymny. Han-yectmute ycnokHeHuA ca:

+ [unataumA Ha Heo-aOPTHUA KOPeH, MMalla 3a pesynTtat AR.

« HapgknanHa PS n cTeHO3a Ha nynMoHaneH KNnoH (eAHOCTpaH-
HO MNX ABYCTPaHHO), BCIEACTBME MNO3MLUMATA Ha MySIMOHaN-
HaTa 6udypkKaumsa npep acLeHgeHTHaTa aopTa B TeXHMKaTa
Ha Lecompte n gunataymaTa Ha HEO-aOPTHUA KOPEH.

« LV ancdyHKUMA 1 KamepHUTE apUTMWM Ca PEAKU, HO MoraT
[a ce NoABAT; N ABeTEe MOXe [a Ca CBbp3aHU C npobnemu
C KopoHapHuTe apTepun,?8’ KOUTo ca pemmnnaHTMpaHn B
Heo-aopTaTa.

«  OCTpuAT Brba Ha aopTHAaTa Abra, KOWTO MOXKe fla foBefe [0
byHKLMOHaNHa 06CTPYKUMA N XMNEPTOHUA.
Mpexunsaemoctta go 30 rognHW e oTnnyHa (>90% ot 6on-

HUUYHO Npexusenute®®?), ceoboHaTa OT HLUAEHTU NPEXNBA-

emocT e fo6pa (60-80%283-28%), TonAMa YacT OT Te3n NauueHTu

ca 6escumnTomHN. Kato npaBuno, ¢pusnyecknaT KanauymTeT e

JIEKO OrpaHnyeH, HoO MoXe fa 6bfe HopManeH. 3a YecToTaTta Ha

KbCHUTE Npo6iemMn CBbP3aHu C KOPOHapHUTE apTepum ce Cbob-

l1aBa, Ye e MHOro H1CKa, 224287 KoeTo NocTasA NoA BbNPOC Aanu

PYTUHHUAT CKPVHUHT Ha KOPOHapHWTE apTepun e onpasaaH.

4.12.3.2. W3epaxoaHe He OuazHo3ama

BuxTe pasodesn 3.3 3a 06wy npuHunnn. Moxe fa ca Hanuue Knu-

HWYHU HaxodKy Ha AR nnn PS.

« ExokapavorpadusaTa e KnoYOBUAT AMArHOCTMYEH MeTon,
npepocTasaly MHpopmaLmsa OTHOCHO dyHKUMATa Ha LV (rno-
6anHa 1 pervoHa’sHa); CTeHo3a B MACTOTO Ha apTepuanHuTe
aHacTomo3su, Hal YecTo PS; Heo-aopTHa KnanHa peryprura-
LuA; pasmep Ha HEO-aOPTHUA KOPEH M MPOKCMManHarta ac-
LileHeHTHa aopTa; U OCTPOTO aHryNIMpaHe Ha aopTHaTa Abra.
CucTonHaTa pyHKUmMA Ha RV moxe aa 6bae oueHeHa 1, ako e
Bb3MOXHO, MMKOBOTO RV cnctonHo HansaraHe (RVSP) Tpabea
fa 6bae n3mepeHo (ckopocT Ha TR). NMopagmn cBoaTa nosu-
uuA: ganey Hanpeg u HenocpeacTBEHO 33 CTEPHYMa, eX0-
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KapauorpadckaTa Bu3yanmsauus Ha budypkauuata n gsata
KnoHa Ha bA pAagKko e Bb3MOXHa.

CTpec exokapanorpadus ce n3non3ea 3a OUeHKa Ha cTpec-
WHAYLMPaHy aHOManum B IBUXEHNEeTOo Ha CTeHaTa

CMR ocurypsaBa Mno-HagexpaHa KonnyecTBeHa OLeHKa Ha
KamepHute obemu, EF n Heo-aopTHa gmnatauma unm pe-
ryprutauma. MynMOHanHUAT CTBON W pa3K/IOHEeHUA morat
Ja 6bjaTt BU3yanu3upaHu, 3aefHO C TAXHOTO OTHOLIEHUe
KbM (gunatnpaHns) Heo-aopTeH KopeH. Moxe fa 6bae us-
UNCNIeHO pa3npefeneHneTo Ha KpbBOTOKa MeXAay nesnsa u
fdecHus 6an gpob. Crpec CMR e anTepHaTUBHa TexHMKa 3a
M34yncnABaHe Ha MUOKapfHaTa nepdys3na U Bb3MOXKHOTO
KOMMpPOMeTUPaHe Ha KOPOHapHUTE apTepun, NPU KANHWNY-
HW HAMKaLWW.

CCT e npeanouymTaHaTta TeXHMKa 3a HEMHBA3MBHO U306pa-
3ABaHe Ha KOPOHAPHUTE apTepuUK, BKIIIOUYUTENTHO OCTUYMM-
Te, KoraTo ce nojosupa cteHosa. CbobluiaBaHaTa HUCKa
yecToTa Ha KOPOHApHO CBbp3aHWTe Npobnemun MNocTaBs
noA BbNPOC Aanu PYTUHHUAT CKPUHWUHT 3@ KOPOHapHa ap-
TepuanHa natonorua (C KaKbBTO U Aa € MeToA) MOXe fAa
6bae onpasaaHo.286:287

HykneapHuTe TEXHWNKM He Ce M3NON3BaT Beye KaTo MeTof Ha
n3o06passfBaHe OT MbPBU N360P, HO BCE OLLE MOXe a UrpasaT
pons, ako ApyruTe TEXHUKN He ca AOCTBMHM UAN BOAAT A0
HeOKOHYaTesIHW UK MPOTMBOPEUYUBMN Pe3ynTaTu.

CbppaeyHa KateTepumsauus, BKIIOYNTETHO KOPOHapHa aHrmo-
rpadusn, e nokasaHa B cnyyas Ha LV auncdyHkuma n cbmHeHne
3a MMOKapaHa ucxemus. B cnyyai Ha Texka cTeHo3a Ha nynmo-
HaJleH KINOH 1 HEOKOHYaTeTHa HEMHBa3MBHa OLeHKa M NoJo-
3mpaHa PAH, nma nokasaHusA 3a CbpAeyHa KaTeTepursaums.

4.12.3.3. XupypauyHo/kamemwspHO UHMeEPBEHYUOHA/IHO fieHeHue
MNMoKasaHusATa 3a UHTEPBEHLMA ca 0606l eHN B TabnuuaTa fpe-
nopwKU 3a UHMepBeHYUs npu MpaHCNo3uyus Ha 2onemume ap-
mepuu csied apmepuarieH cyud onepayus

RVOTO moxe pa 6bae nogknanHa, KnanHa (v gseTe ca pea-

KW), NN HagKnanHa (no-yecta). [lokasaHusTa 3a ieueHue ca no-
[O6HW Ha Te3n, ONncaHn B pazoes 4.8, HO pa3NINYHNTE aHAaTOMMUK
MOraT Aia 3UCKBAT Pa3INYHM NOAXOAN.

MpenopbKuy 3a NHTEPBEHLMA NPU TPAHCNO3ULNA Ha ro-
nemMnTe apTepun cnep apTepuaneH cyuy onepauus

Mpenopbkn

Knac® Hueo®

CTeHTVpaHe unu Xupyprua (B 3aBUCMMOCT OT Cy6-
CTpaTa) ce NpenopbyBa NpY CTEHO3a Ha KOPOHApP- | C
Ha apTepua NpUYMHABALLA UCXEMUSA.

Onepauus Ha Heo-aopTeH KopeH TpAbBa Aa ce Ma
npefBuUg, KOrato HE0-aOPTHUAT KOPeH e >55 mm,

npy Bb3pacTeH CbC CpefHU pa3mepu (OTHOCHO

lla C

He0-aopTHO KJaMHO NPOTE3NPAHE NPU TEXKKA HEO-
aopTHa AR, BuxxTe MpenopbKuTe 3a KnanHa Ccbp-
[ieyHa 60N1ecT CbC CNeLManim yKasaHuac).

CTeHTUpaHe TpAb6Ba fa ce UMa npeasua npu cre-
HO3a Ha KJIoH Ha PA, He3aB1CMMO OT cMMnTOMUTE,

npu cBbp3aHu € TAX >50% cTecHeHne Ha AnameTb-

lla C

pa 1 RVSP >50 mmHg n/unu cboTBeTHO peayumpa-
Ha 6enoppobHa nepdysus.

AR = aopTHa peryprutaums; ESC = European Society of Cardiology; PA =
nynmoHanHa aptepus; RVSP = JecHOKaMepHO CMCTONHO HanAraHe.

@ Knac Ha npenopbKuTe.
b Hueo Ha pokasatencTeeHocT.
¢ Korato ce npunarat Mpenopbku 2017 Ha ESC/EACTS 3a KnanHmu cbp-

[eyHn 3abonsBaHuA

2> 3a B3eMaHe Ha pelleHNe 3a onepaLns Tpabsa aa

ce B3eMe npeaBua, Ye ToOBa € peonepauua n 14 € TeXHNYeCK No-TpyaHa.

4.12.4. Onepauus tun Rastelli

4.12.4.1. KnuHu4Ha kapmuHa cned kopekyus mun Rastelli
Bb3pacThu c TGA, VSD n PS (komnnekcHa TpaHCMO3nLmMsA) 4ecTo
ca npetbpnenu Kopekuua tin Rastelli. Matua Ha VSD HacouBa
KpbB OT LV KbMm aopTtaTta 1 RV ce cebp3Ba c PA upe3 KoHaonTt
C Knana. BapnaHTtu Ha TexHukaTa Ha Rastelli, cneaBawm cobwma
npuvHUMM, ca TeXHWKWUTe réparation a l'etage ventriculaire n
Nikaidoh.

YecTun ycnoxHeHuA ca:

CreHo3a nnu peryprutauma Ha KnanHua KoHauT mexay RV
n PA.

LVOTO, T.e. 06¢cTpyKUMA Ha KpbBOTOKa OT JIK KbM aopTaTa.
OcTtatbuen MK[.

AR.

JIK ancoyHKuma.

ApuTMNY, KaMEPHN N HafiKaMepHM.

EHOKapAUT Ha KnanHuA KOHAIOWT.

CMbpT, BHe3anHa (aputmuma) nnmn nopagn CbpaevHa Hepoc-
TaTbYHOCT.

MankoTo npoyuBaH/A 3a AbNTOCPOYEH pe3ynTaT Cboblua-

BaT 20-roguniiHa npexnBaemocT <60% n 20-roaniuHa ceoboaHa
OT MHUnaeHTn npexmnsaemocT 20-30%. CmAHaTa Ha KOoHAWTa
mexay RV n PA e Hall-uecTaTa uHgmKauus 3a peonepauus. 06-
nekyaBaHeTo Ha LVOTO e BTOpaTta Hal-yecTa, nocnegBaHa oOT
3aTBapsAHe Ha ocTaTbueH VSD.288 EHpoKapauTbT Ha KnanHuA
KOHAIONT € OTHOCUTENTHO YecCT.

PaboTHUAT KanaumTeT e IeKO 10 3HAUNTESHO HamaseH. MoB-

TOPHA PeVHTEPBEHUNA, XMPYPrYHa UK NepKyTaHHa, e cbaba-
Ta Ha NoBeYeTo NauuneHTn ¢ kopekuus Tun Rastelli.

4.12.4.2. W3epaxoaHe Ha duazHo3ama
BukTte pazoesn 3.3 3a 06LM NPMHLMNN.

KNMHUWYHUTE HaxopgKU mMoraT ga npepnonoXart cTeHo3a

Ha KoHfAlouTa, ocTaTbyeH VSD, TR, muTpanHa peryprutauma
unn AR.

Exokapguorpadua: Tpsabea ga 6bhaT oLeHeHM Bpb3Ka-
Ta MexpAay 3ajHo pa3nosioxeHaTta LV n npegHo pasnono-
XeHaTa (nopagm TGA) aopTHa Knama, aopTHaTa KfanHa
bYHKLMA 1 fnameTpuTe Ha aOPTHUA KOopeH. AHaTomuATa 1
byHKUMATa Ha Bpb3KaTa Mexxay RV n 6enogpobHUAT cteon
TpAbBa aa 6bAaT BU3yanm3npaHu 1 oLeHeH C AONIepPOBO
n3cnepsaHe. Hanaraneto B RV nsuncneHo upes lonnep m3-
MepBaHUA Ha CTpyATa e 0cobeHOo BaxHO, 3awoTo donnep
TeXHMKaTa 4ecTo HaJLeHABa rpajreHTa Ha HansAraHe npes
KoHAatounta RV-PA.

CMR ocurypsBa no-go6pu KonuyecTseHn oueHKn Ha LV n
RV ob6emu, aopTHu gnameTtpu u EF. KoHgontst RV-PA, yec-
TO TPYAEH 3a BM3yanu3auua c exokapauorpadus, u nepu-
¢depHuTe PAs moraTt ga 6baaTt NecHO BULEHU N U3MEPEHU
¢ CMR. Mpwu HannumeTo Ha ocTaTbueH VSD, moraT ga 6baaT
n3uncnenn Qp:Qs.

CbpaeyHa KateTepusauma moxe fa 6bae Heobxoauma 3a
XeMOAMHAMMYHO OLeHKa Ha KOHAUTHaTa CTeHo3a. AHrmo-
rpadumaTa moxe Aa 6bfe nosesHa 3a OLeHKa Ha HMBOTO Ha
CTeHo3aTa 1 CTeHo3aTa Ha nepudepHa PA cTeHo3a.

4.12.4.3. XupypauyHo/KamemspHO UHMepPB8EeHYUOHASTHO SledeHue
3a MokKasaHuATa 3a JleYeHUe Ha CTEHO3a Ha KOHAIUTA, BUXKTE
paszoen 4.14.

Ako L-R WwbHT npe3 octatbyueH VSD npuunHABa cumnm-

TOMU UV 3HAUYMTESIHO NpeToBapBaHe Ha LV obem, Tpab6Ba
fa ce U3BbPLWU XNpPYypruyHo/KateTbpHo neverme (IC npe-
nopbKu).
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4.12.5. MNMpenopbku 3a npocneaaBaHe

(HesaBucMMoO OT BuAa KopeKuus)
Bcnukm naumentn ¢ TGA, He3aBMCcMMO OT BuAa npoueaypa,
TpAbBa fa 6baaT npocnefeHN Hal-mManko BeAHbBX FOAMLLHO
B cneyvanusnpaH ACHD ueHTbp ¢ obpbliaHe Ha BHUMaHWe
Ha npean onucaHu crneundunyHn npobnemn (BUXKTe paszdenu
4.12.2.1,4.12.3.1u 4.12.4.1).

4.12.6. loNbAHUTENHN CbOOGPaXkeHNs
(He3aBMCMMO OT BuAa KopeKuus)
+  ¢u3nuecko HaToBapBaHe/6peMeHHOCT/NpodunakInka Ha
IE: BU>XKTe paszoenu 3.4.6,3.5.5u 3.5.7.

4.13. BpopaeHa KopurnpaHa
TPpaHCNoO3MLMA Ha roneMmumTe
aprepun

4.13.1. BbBepgeHune n ocHoBHa MHpopmauuna
CcTGA, vnn gnckopgaHTHUTE NPeacbpAHO-KaMepHa U KaMepHO-
apTepuranHa Bpb3Kky, e pagka CHD. Hanuue e kamepHa uHBepcus,
KaTo aopTaTa U3xoxaa Hanpep ot RV (0bmkHoBEHO OT nABaTa cTpa-
Ha), a PA n3xoxga ot LV (06MKHOBEHO OT isAicHaTa cTpaHa). AGHOpM-
HWTe BPB3KWU NpW ,ABONHA" ANCKOPAAHTHOCT MoraT Aa ca Hanuue
B Cbpua c obuyaeH unum orneganeH obpas Ha NpeacbPAHOTO Nog-
pexxgaHe. AGHOpMHaTa opueHTauma 6asa-BpbX, 0CO6EHO AeKc-
TpoKapauATa (BbPXbT Ha CbpLIETO coyell HagACHO) e YyecTa (20%).
AcoummpanuTe nesum ca yectun (80-90%): VSD (70%), PS (40%), anc-
nnactTuyHa cuctemHa TV (Hanp. Ebstein-nogo6Ha mandopmarms).
PasnonoxeHuneto Ha AV Bb3ena (MOHAKOra MHoxecTBo AV
BB3/1M), U XOABT Ha cHoma Ha His, ca yecTo abHOPMHM 1 BOAAT A0
AV nposogHu aHomanuu. No Bpeme Ha EP n3cnegsaHma un kate-
TBPHU MHTEPBEHUMM € BaXHO Ja ce pa3no3Hae n3mecTBaHeTo
Ha paHMMKA cHon Ha His Hapep 1 naTtepanHoTo.

4.13.2. KnnHnyHa n3naBa n ecteCTBeHa eBonwLna

EctecTBeHaTa eBonOUMA U KIMHWYHATA U3ABa Ce OnpeaenaT oT
acoumupaHm mandopmauun. MauueHT C NpuapyxKasally nesuu,
JocTuralwiy 3psana Bb3pacT uam ca 6unm onepupaHu [3atBapsiHe
Ha VSD, obnekuyaBaHe Ha PS nnu (psigKo) Kopekuusa unv nogmsiHa
Ha TV], unn nmart 6anaHcupaHa ¢usnonorus. MaymeHTn ¢ nsonu-
paHa ccTGA pagKo pa3BuBaT yCNOKHEHNA NPean 3pana Bb3pacT.

KbCHM ycnoxHeHuA ca:

«  CuctemHa RV gnchyHKLMA 1 HELOCTAaTbYHOCT.

« [porpecnpaiya TR (cucremHa AV knana).

- LVOTO.

« [MbneH AV 610k (2% 3ary6a Ha AV NpoBOAMMOCT rofWLLHO);

Tolh e no-yecT cnep KopurupaHe Ha VSD n/unu cmsiHa Ha TV

1 MOXe [la Ce HacTbNU Mo Bpeme Ha 6peMeHHOCT.

«  VTs (MHOro peakm).

OuakBaHaTa MNPOADBMKUTENHOCT Ha XMBOTa € HamalneHa:
~50% OT nauueHTUTe C nNpuapyasBalwu nesnn JOoXMBABAT
40-ropgmwHa Bb3pacT; be3 npuapyxasawm nesumm, ~50% ot naym-
eHTUTe foxKuBAaABaT 60- roguiiHa Bb3pacT. [aumeHTnTe ymmpar ot
3aCTOMHa CbpAeyHa HeJoCTaTbYHOCT WKW BHE3arnHO, BEPOATHO
nopaau VT/VF, He3aBMCMMO OT HaNMuMeTo Ha HanpedHana Cbp-
[eyHa HegoCTaTbYHOCT.

4.13.3. UsrpaxxpaHe Ha AnarHosarta

BuxTe paszdesn 3.3 3a 06LWM NpUHLMNA.

«  KnuHuyHaTa HaxodKa MoXe Aa BKitousa wymose Ha TR, VSD
n/vnun PS.

+ EKI moxe pa paskpue yabmkeH PR vHTepBan vnu nbneH
cbppeyeH 610K, PaHHOTO cenTanHO akTMBMpaHe OTAAC-
HO HansABO MoOXe Aa NpuunHu gbnbokn Q 3v6um BBE I, Il
aVF, n V1-V3. O6pbliaHeTo Ha HOpManHaTa npekopavan-
Ha nporpecusi Moxe Aa 6bae BugAHo Kato QR mogen BbB
V1 n 1S BbB V6. MNMpun 2-4% ot nayneHtute e Hanmue Wolff-
Parkinson-White cuHgpom.

«  PeHTreHorpadunaTa Ha rpbAHUA KOLI MOXKe Aia MOKaXKe abHOPM-
HO M3MpaBeH NAB CbPAEYEH KOHTYP, MOpaan HacoueHa HansABo
1 Hanpeg no3uuvA Ha Bb3XoasAllaTa aopTa, AEKCTPONo3nLmMA
C BPbX HagAcHO (20%), nnu Me3oKapana (OTHOCUTENHO YecTa).

« ExokapauorpaduaTta e KnoyoBMAT ANUAarHOCTUYEH MeTog, Ae-
MOHCTpMpaLY, ABOWMHA ANCKOHAAPTHOCT N maeHTMdULmpaLy
npuapyasaim aHomanuu (Ebstein-nogo6Ha mandopmaums
Ha TV TR, VSD, LVOTO, n PS). CnctonHata RV n LV dyHKUMA 1
TexecT Ha TR Moke fia 6bie OLleHeHa KONIMYECTBEHO.

+  CMR ocurypsBa nHTpakapavanHaTa aHaTOMUA U aHaTOMU-
ATa Ha rofiemmnTe CbAOBE, U € NMoKa3aH 3a M3YMCiABaHe Ha
KamepHuTe o6emu, maca u EF, ocobeHo ako exokapanorpad-
cKaTa oLeHKa Ha cucTonHata GyHKUumMA npu cuctemHara RVs
€ TPYAHO 1 NO-MaJiko HafeXgHO.

« Holter moHuTOpUMpaHe, pekopaep Ha cboUTUS, KakTo 1 EP
TeCcTyBaHe MOXe Aja ca MOKa3aHW 3a OTKPMBaHE Ha apuTMnu,
nporpecupaly AV 610K, KakTo 1 3a OLleHKa Ha pucka 3a SCD.

«  CbppeuyHa KaTeTepu3aumsa e MOKasaHa, KoraTo HeMHBa3MBHAaTa
OLieHKa e HecurypHa, Unu PH u3nckBa oLieHKa (BuKTe pasoesn 3.4.5).

4.13.4. MegnKaMeHTO3HO JieyeHune

HAma H1KakBM AaHHM B nogkpena Ha xunote3aTa, Ye ACE nHxum-

6utopu, ARBs, 6eTa 6nokepu Nnm angoCcTePOHOBU aHTaroOHUCTMK,

CaMOCTOATENIHO WKW B KOMOMHauMA nofobpABaT KANHUYHUA

n3xog.28 PyTMHHO NpegnucBaHe Ha Te3v MearkaMeHTH 3a npe-

BEHUMA Ha CbpAeYHa HepocCTaTbyHOCT/NofobpABaHe Ha Knu-

HUYHMA N3XO[ He ce NpenopbyBa.

« [uypeTuunTe mMorat fa ocurypaT obnekyaBaHe Ha CUMMTO-
MUTE, ako € Hanuue M3sBeHa CbpAeyHa HefOCTaTbYHOCT.
Makap 4e HAMa foKa3saHa nosnsa OT MefMKaMeHTO3Ha Tepa-
nus 3a CbpaeyHa HeJOCTaTbYHOCT MO OTHOLLUEHUE Ha U3xofa
npuv nauneHTn cbc cnctemumn RVs, ,Knacnyeckute” megunka-
MEHTU 33 CbpAeYHa HepgocTaTbyHOCT Unn ARBs morat ga
OCUTYPAT U3BECTHA NOM3a NPW NO-CUMMNTOMHM NauneHTn. 2
CuctemHaTa RV Mopdonorusa He e npoTuMBOMNoOKasaHue 3a yc-
TPOWCTBO 3a KaMepHO acucTupaHe. lpybaTa Tpabekynapu-
3auma Ha Bbpxa Ha RV moxe 61 3acnyaBa cneumanHo BHU-
MaHue, Tbil KaTo MoKe fJa 6noKMpa BbBeXxallaTa KaHiona.
Tpabsa pa ce 06cbAM ceneKkTBHa TpabeKynoeKkToMus.

4.13.5. XupypruyHo/KaTeTbpHO MHTEPBEHLNOHANHO
neyeHune

KaTeTbpHa MHTepBeHUUs MOXe Aa 6bae npenopbyaHa 3a PA
CTeHO3a UNM KOHAIWUTHA CTeHO3a, KoATO MoXe fa 6bie pa3wu-
peHa unn cteHTMpaHa. OctatbuHa LVOTO obaue moxe fa uma
6naronpuateH ebeKT BbpXy AnnatupaHarta cybaopTtHa RV u cy-
6aopTHaTa AV (TprKycnuganHa) KnanHa peryprutaums, nopagu
OTMeCTBaHeTO Ha nperpagata. CrTaHgapTbT NPY eBONIIOTUBEH Mb-
NeH cbppeyeH 6nok e AV cekBeHUManHoTo necupaHe. Qrkcu-
pPaHeTo Ha NeNCMeNKbPHUTE eNeKTPOAM B rnajKata cTeHa Ha LV
€ TPYAHO M N31CKBa 3aBUHTBALL Ce efleKTpoa. MiMa HAKoU faHHu,
noAcKasBally Ye AByKaMepHOTO nelcrpaHe C BTOPU KaMepeH
enekTpop npe3 (HopManHO CBbP3BaLLNA) KOPOHAPEH CUHYC 3af
cybaopTHaTa RV moxe pga foBefie Ao N0-A06pPO CbXpaHeHMe Ha
RV cncTonHa GpyHKLMA OT eguHcTBEHOTO LV necnpane.??©
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MpenopbKu 3a UHTEPBEHL A NPU BPpOAeHa KopUrmpaHa
TpaHCNO3MLMA HAa ronemMuTe apTepun

Mpenopbkn Knac® Hueo®

Mpu cMmMNTOMaTUYHY NaLmeHTu ¢ TexkKa TR v 3ana-
3€Ha UK NeKo HapylieHa cuctemHa RV cuctonHa | C
byHKUMA (EF >40%), e nokasaHa cMsiHa Ha TV.

Mpy 6€3cMNTOMHM NauMeHTn ¢ Texka TR 1 npor-
pecupawia cuctemHa RV gunataumsa w/unn neko
HapylweHa cuctemHa RV cuctonHa ¢yHkuma (EF
>40%), TpA6Ba fa ce uma npeasug cMaHa Ha TV.

lla C

[IBykamepHo nencrpaHe Tpabsa Aa ce UMma npea-
BUJ B Ciyyaid Ha nbneH AV 610K nnm >40% 13ncK- lla C
BaHWA 32 KAMepHO nencrpaHe.

Mpv cumnTOMaTUYHKM NauMeHTY ¢ TexkKa TR 1 noseye
OT NleKa pepyKumaA Ha GyHKUMAHA Ha cucTemHata RV 11b C
(EF <40%), Moxe Aa ce Uma npefBua CMaAHa Ha TV.

AV = aTpuoBeHTpuKynapeH/a/o/v; EF = ¢pakuma Ha natnackeaHe; RV =
fACHa Kamepa/pecHokamepeH/a/o/u; TR = TpuKycnmupanHa perypruta-
una; TV = TpuKycnmaanHa knana.

@ Knac Ha npenopbKuTe.
b Hueo Ha gokasaTencTeHoCT.

Han-npepunssrkatenHute Bbnpocu ca TR, RV ancoyHkuma un
Kora fa 6be umnnantupad TV u/vnu ICD. 3a pa3nvka oT cuTya-
UMATa B AeTCKaTa Bb3pacToBa rpyna, Npu KoATo ABOMHOTO npe-
HacouBaHe (double switch) e yTBbpaeHO neyeHme B cinyyanm Ha
HeOCTaTbYHOCT Ha cucTemMHaTa RV, To3m noaxon MHOro psaako
€ ycrneLwleH Npu Bb3pacTHM.

PeryprutaumsaTta Ha cuctemHata AV (TpuKycnuaHa) Knana
e 4yecTo GOKYCHT Ha XUPYPrMYHOTO neyeHne. KopurnpaHeTo B
pefKu cfiyyan e onpaBAaHo, a KaTo NPaBuio CMAHaTa Ha Knana-
Ta e NleYyeHneTo Ha nsbop. MNpepgonepatuBHuTe cuctemHa RVEF
<40%, PAP >50 mmHg, AF n NYHA (New York Heart Association)
knac lll go IV ca cBbp3aHM € KbCHa CMbPTHOCT.?”!

4.13.6. Mpenopbku 3a npocnegasBaHe

MauneHTn ¢ ccTGA ce HY>X[aAaT OT JOXMBOTHO MpocsieasaBaHe
B cneumanusnpaH ueHTbp 3a ACHD Ha roamwHun nHtepsanu,
no-crneumanHo nopaan NPOBOAHN HapyLleHnsa n cybaopTHa Ka-
MepHa 1 cybaopTHa AV KnanHa AnchyHKLMA. 3a apuTMInA, BUXKTE
pasoden 3.4.2.

4.13.7. JonbAHUTENHN CbOOGpaXkeHUs

+  du3nyecka aKTUBHOCT/CMOPT: CUMMATOMHM MaUMEHTN C
cCTGA v 3ana3eHa RVEF TpsabBa fa 136areat BUCOKO UHTEH-
3UBHU CMOPTOBE Y 33 MpefnoYnTaHe e fa He NpaBAT NoBeye
OT YMepEeHO-CTaTUYHN U YMEPEHO-UHTEH3MBHU CNOPTOBeE.
MaumeHTV CbC 3HAUMMM NPUAPYKABALLW Ne3nn U/Man Hama-
neHa cybaopTHa RV ¢yHKuma Tpabea ga 6baaT orpaHnyeHn
[10 HUCKO-CTAaTUYHW Y HUCKO-MHTEH3UBHY CNOPTOBE.

+  BpemeHHOCT: pUCKBT 3aBMCK OT GYHKLUMOHANHUA CTaTYC, Ka-
MepHaTa ¢yHKUMsA, cucteMHa AV KnanHa dyHKUuaA, Hanuune
Ha apuTMnn (no-cneunanHo AV 6710K) 1 acounmnpaHu nesnm
(BUXKTe pazden 3.5.7).

4.14. KoHpouT aAcCHa Kamepa
Ao 6enoapo6bHa apTepun
4.14.1. BbBepieHne N OCHOBHa NH$popmaLuna

KoHpglontuTe ocurypasat Bpb3kata mexxay RV n PA npu cnoxHu
nedeKkTn, Korato eCTeCTBEHUAT U3XOAEH TPAKT He MOXe Aia 6bae

PEeKOHCTPYUPaH, BKIIOYMTENIHO My/IMOHaHa aTpesnd, obuy ap-
TepuaneH cteon, TOF, cnHapom Ha nuncealjata MynMOHasHa
Knana, Rastelli npouepypa, n Ross onepauus.

BupoBeTe KOHAIOMTY BKIOYBAT TakmMBa C Knana [nynmoHa-
NleH UIn aopTeH XoMorpadT, 6ONPOTE3HM KNanu, roBeXAu ory-
napHu BeHO3HW KoHAouTu (Contegra)] n HeKnanHW KOHAUTL.
He cbuiecTByBa naeaneH KoHAuUT. OrpaHnyeHaTta N3abpxm-
BOCT npefnonara paHHa peonepauus. MNpeankropu 3a yBpeaa
Ha KOHAloMTa ca cTepuaMsauma/npouec Ha KoOHcepBauus, no-
MaJTbK KOHIIOUT, TUM KOHAIOWT, MO-MNiafa Bb3pacT Mo Bpeme Ha
MMMNNaHTaumATa, PA cteHo3a 1 TpaHcnosnumaATa. 28929229 Cgobo-
[a OT peonepauua Npy NoBpesa Ha KoHAouTa Ha 20Ta roguHa e
cbobLeHa B 32% 1 40%.269292

YcnoxHeHrATa BKOYBAT NpepacTBaHe, mporpecrpatia o6-
CTPYKUMA c 1 6e3 peryprutaums, eHLOKapANUT N aHEBPU3MU UK
nceBAOAHEBPU3MU.

KnvHuuyHata nposABa MoXe Aa BKOYBa ANCNHEA Npu ycu-
nune, cbpuebuene, cmHkon n SCD.

4.14.2. UsrpaxpaHe Ha AnarHosarta

BukTte pazoden 3.3 3a 06LWM NPMHLMNN.

KnnHMYHUTE NposBM MoraT fa BKJOYBaT MpeKkopauaneH
Tpwun, n3nbkealwa A BbJIHA Ha lOrynapHUTe BeHW U CUCTONEH
wym. KanumHo3a Ha KoHZUTa Moxe Aa 6bae BugaHa npu peH-
reHorpadus Ha rPbAHUA KOLU.

« Exokapguorpaduata e nbpBOCTENEHHOTO AMAFHOCTUYHO
CpeAcTBO ocurypaBgaLlo pasmep, dopma 1 GyHKUMA Ha ABe-
Te Kamepw, PR, TR, n npuapy<asawute nesuu. [pagneHtmute
npes KoHAUTa MoraT fa 6baaT TpyaHM 3a 3MepBaHe 1 He-
HagexxgHW. RV HanaraHe 34ncnieHo oT cCKopocTTa Ha TR Tpa6-
Ba fa 6bAe 13M0M3BaHO 3a OLEHKa Ha KOHAUTHN CTEHO3N.

+  CMR ce n3non3Ba 3a KonmyecTBEHA OLieHKa Ha KOHAOMTHATA
cTeHo3a u/unu peryprutauma, RV o6emu n maca, n 3a npe-
LleHKa Ha PAs.

+  CMR/CCT nomara 3a oLeHKa Ha aHaTOMUATA Ha KOPOHAPHU-
Te apTepun 1 6nm3ocTtTa Ha RV/KoHAuTa, u Apyrn CTpyKTy-
PV [0 PETPOCTEPHATHOTO NPOCTPAHCTBO.

«  KateTepu3auma c xeMogMHaMMYHa OLIEHKA Ce U3MCKBa BMHArW,
aKo ce 06MMCNA NHTEpPBEHUMA. AHrMorpaduaTa ocurypasa 1H-
¢dbopmaLMs Ha HMBOTO Ha CTeHO3aTa, NepndepHaTa PA cTeHo3a
1 KOpOHapHaTa aHaTOMMA (@QHOMaNMM/abHOpPMeEH Xop).

4.14.3. XupypruvyHo/KaTeTbpHO MHTEPBEHLNOHANHO
neyexHmne

BanoHHaTa gunatauyma/ UMNNaHTaUmATa Ha CTEHT e JOKNafBaHo,
ye ca 6e30MacHN 1 yAbIKaBaT »KM1BOTa Ha NOBPeLEHNTE KOHA-
nTN.2%42% MoHacToALEM MMMIAHTALMUATA HA NEPKYTaHHA MySIMO-
HasnHa Knana e cTaHana fieyeHne Ha n3bop Npu fUCPYHKLMOHANHN
Knanu, ako e TeXHU4Yeckn Bb3MOoxHo. HacToAwmTe npoTrBomno-
KasaHuAa 3a TPVI BkniouBaT 3anyLleHn CUCTEMHW BEHW, akTUBHa
NHdeKUns, Henoaxoasalwa MopdoNiorMa Ha M3XOAHWUA TPAKT U
HebnaronprATHa KOPOHapHa aHaTomMuA (KomMnpecua oT pasLum-
peHuna uMnnaHT). Xmpyprusa ce npeinoynTa, Korato ce ooMucnaT
AOMbAHUTENHN UHTEPBEHLMN (TPVKYCNAANHA aHYNoNIacTrKa).
3a n3bopa Ha NOBTOPHa HaMeca ca MO BaXHW NIOHI TyAUHaNHKTe
AaHHTe, OTKONKOTO eJUHNYHUTE N3MEPBaHNA.

4.14.4. NMpenopbKu 3a npocnepaBaHe

MNpenopbuBa ce pefoBHO NpociefABaHe B creumanusvpaH
ACHD ueHTbp Hali-mManko BeAHBbX roguwHo. Tpabsa aa ce 06bp-
He cneumanHo BHMMaHWe Ha ¢usmuyeckna Kanauutet (CPET),
RVSP (koHgtonTeH rpagueHT), RV ¢yHkums, TR, n aputmumm.
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MpenopbKu 3a MHTEPBEHLUA NPV KOHAIONTN OACHA Ka-
Mepa A0 NyIMOHanHa apTepus

Mpenopbkn Knac?® Hueo®

CmnToMaTMyHM nauyueHTn ¢ RVSP >60 mmHg

(moxe pa 6bAe MO-HUCKO B C/lyyall Ha HamaneH

KPbBOTOK) 1/Unu TexKa PR ca nokasaHu 3a nHTep- 1 C
BEHLMA C NpenoynTaHne KbM KaTeTbpHa MHTEp-

BeHuuA (TPVI), ako e aHaTOMUYHO OCbLLECTBMMA.

bescumnTomHM nauymeHTn ¢ Texka RVOTO wn/vnn

Texka PR Tpab6Ba fa ce umat npenasup 3a MHTep-

BeHUMA, 3a NpefjnoymTaHe KaTeTbpHa MHTEPBEH-

uma (TPVI), ako e aHaTOMNYHO OCbLLECTBUMA, KO-

raTo e Hafmue NoHe efjHN OT CNeAHNTE KpUTepUN:

» CrnapaHe Ha 06eKTUBHUA PpU3MUECKN KanauuteT
(CPET).

» [Mporpecupawa RV gunatauma go RVESVi >80
mL/m? u/unu RVEDVi 2160 mL/m? u/unu npo-
rpecua o Han-manko ymepexa Ha TR.

+ HapactBalia RV cuctonHa gncyHKuma.

« RVSP >80 mmHg.

lla C

CPET = KapauonynmoHanHa pabotHa npo6a; CMR = cbpfeyHO-CbAoB
MarHuTeH pe3oHaHc; PR = nynmoHanHa peryprutaumus; RV = gacHa Ka-
mepa/aecHokamepeH/a/o/n; RVEDVi = nHaeKkc Ha agecHokamepHUA KpaeH
anactoneH obem; RVESVi = nHaeKkc Ha AeCHOKaMepHUs TeNecucToneH
o06em; RVOTO = 06CTpyKLMA Ha IeCHOKaMepPHUA M3XoaeH TpakT; RVSP =
fleCHOKaMepHO CUCTONHO HanAraHe; TPVI = TpaHcKaTeTbpHa NysMOHan-
Ha KnanHa nmnnaxTaums; TR = TpuKycnmupaanHa peryprutaumsa.

@ Knac Ha npenopbKuTe.
b HuBo Ha fokasaTencTeHoCT.
¢ PeryprutaumonHa dpakums ¢ CMR >30-40%.

4.14.5. lonbNHUTENHN CbOGpaxKeHns

+  Ousnyecka akTUBHOCT/cnopT: He ca HeobxoaMMU orpaHu-
YeHus npy 6e3CUMNTOMHMN MaLUEeHTU C JieKa 0O6CTPYKLMS.
BricokoprckoBy nauyeHTr ¢ BUcoko RV HanAraHe Tpabsa aa
ce orpaHunyaT A0 HUCKO MHTEH3MBHA akTVBHOCT/CMOPTOBE U
fa u36ArsaT U3OMETPUYHUN yrpakHeHWA. [pyrn naymeHTu
TpAbGBa fia ce orpaHMyaT crnopej CMMITOMUTE CH.

+  BpemeHHOCT: MaitumHKTe 1 peTanHNTe pUcKoBe ca obycrno-
BEHW OT MOAJSIeXallaTa BpoAeHa cbpaeyHa mandopmauma n
TexecTTa Ha RVOTO, apntMunATa, M CbpAeyYHaTa HeoCTaTby-
HOCT (BUXTe pasdes 3.5.7).

+ MpodwunakTtrKa Ha IE: npenopbyBa ce NpU BCUYKM NaLUEHTU
(BX. pazoen 3.4.6).

4.15. EQHOKamepHO cbpue

To3u pazmen ce pasmiexia HEONEPUPAaHO M ITaJHATUBHO
xopurupano egHokamepHo cbpiie (UVH).3a manmenTu cnen
onepauus Fontan, Buwxte pazden 4.16.

4.15.1. BbBegeHue n npegucropus

TepmuHbt ,UVH" / Tun ,06wa kamepa“/ ob6obwaBa pasnnyHu

Mandopmaumm, npu kouto nuncea RV unm LV, nnun, ako e Hanuue,

TA € XMNOoNnacTMyYHa 1 MO TO3M HauMH HenoAXOoAAL, Ha [BYKa-

MepHa KopeKLus, KaTo:

«  TpuKycnuganHa atpesus.

+ BapuaHTM Ha CMHAPOM Ha XMMOMNACTUYHO AACHO Cbple,
Hanp. NyfIMOHaHa aTpe3na C UHTaKTHa KamepHa nperpaga.

+ BapmaHTM Ha CMHAPOM Ha XMMOMMacTUYeH NABO Cbpue
(HLHS), BkntouBaLy MMTpasiHa aTpesus.

« LV cpBoeH Bxog.

« RV cpaBoeH Bxop.

+  ExkctpemHu ¢opmum Ha pebanaHcmpaH nbneH AV centaneH
nedexr.

- O6wa Kamepa c HeonpegeneHa mopdonorusa.

Te3n mandpopmauum ca BUHaArnM CBbp3aHn C AOMBbIHUTENTHU

WHTPa- N/Unun eKCcTpa-KapAanaHu nesunu, KaTo:

« ASD, VSD, AVSD, PDA.

« AS (knanHa, noaknanHa).

+  AHOManuu Ha aopTHaTa Abra: XMrnomnnasus, npekbCBaHe, Ko-
apKrTauua.

« PS(knanHa, nogknanHa), nyAMoHanHa aTpesus.

« PA aHomanuu: nepudepHa cTeHO3a, Xunonnasus, efHo-
CTpaHHa nunca.

+ [nckopAaHTHM CBBbP3BaHMA, Manno3nLUA Ha rofnemMnTe ap-
Tepun.

« AV KnanHa cTeHO3a, peryprutauyus, AsfeLla, Bbacaaalia.

« LA unu RA n3omepusbm, aHOManmm B CUCTEMHUSA nnn 6eno-
Apob6eH BeHO3€eH fipeHax

+ JlaBa SVC, nunceawa BeHa MHOMWHATA, NIMNCBALlA AACHA
SVC, nndpaxenatanHa atpesmsa Ha IVC c a3nroc nnm xemmas-
Uroc KOMyHMKauus.

+  AOpPTHO -NyNIMOHaNHM KonatepanHy apTepun.

+ MonucnneHuna nnn acnnexHna
[JleTalnHOTO aHAaTOMWYHO OMucaHWe e M3BbH obxBaTa Ha

Te3n NpenopbKy 1 MoXe fa 6bAe HamepeHo B yuebHuuu. Mo-

paau nuncata Ha AaHHW, NpenopbKkuTe ca 6asmpaHn rnaBHO

Ha KOHCEHCYC Ha ekcnepTn.??6-300 Korato ce mpeacTaBaT Kato

Bb3pacTHU, NpeobnafaBalloTo MHO3MHCTBO NaLMEHTUTE C Te3n

aHoManuu TpAbBa Aia ca NOAYUYUNU NpefLlecTBalla nanamaTueHa

Hameca C HAKOW TWMOBE CUCTEMHO-MY/IMOHANEH LBHT, KaBo-

nynmoHanHa Bpb3ka (Glenn), unu cera npegnounTaHaTta onepa-

uma Ha Fontan nnu egHa oT HelHWUTe MoAMPUKaLMK; MOCTeAHN-

AT e oTpa3eH B pazdesn 4.16.

Morat aa 6baaT naeHTMOULMPaHN ABE Pa3fIMYHI XEMOAM-

HaMWUYHW cUTYyaumm:

+ Jlunca Ha aHaTOMUYHO OrpaHMYaBaHe Ha NYSIMOHANHNA KPb-
BOTOK: ako benofpobHaTa LpKynaLws octaHe 6e3 moguduka-
Ly (T.e. 6e3 Xpyprus), MHOro MaLMeHTU e 3arHaT B IeTCKa
Bb3pacT, nopaan pedpakTepHa CbpfeyHa HeAOoCTaTbYHOCT.
Te3wn, KOUTO ca NpexvBeny To3n NePUOA, LLe Ca PasBUIN TEX-
ka benopgpobHa cbaoBa 6onect (PVD). Ta we 6bae ocHOBHa
JAeTePMMHaHTA Ha AbAroCPOYHNA 13xod. MHoro oT Tax e ca
nonyunnu 6eHauHr Ha GenopgpobHaTa apTepusa 3a OorpaHu-
yaBaHe Ha 6enoapobHMA KPBBOTOK B PaHHa AeTCKa Bb3pacT.
EdekTnBeH 6eHaMHT we npepnasu ot PVD, kato ocurypsaBa
[JOCTaTbUYHO KPBBOTOK, 3@ [ja OrpaHMum CTeneHTa Ha LyaHo-
3aTa. [MpekaneHo xnabas 6eHAMHT LWe foBefe Ao 6enoapobeH
CBPDBX-KPBBOTOK U PVD, Bbnpekn 6eHanHra. AKO 6eHANHIbT e
npekaneHo cTerHat, 6enofpo6GHUAT KPBBOTOK Lie 6bAe CUHO
OrpaHUYeH, KOeTo Lije A0BEAE [0 TEXKKa LiMaHo3a.

«  O6CTpyKUMATa Ha NYIMOHANHNA KPBBOTOK (Y4eCTo KnanHa
n/vnu nogknanHa PS nnn aTpesus): NoHAKora o6CTPyKLM-
ATa e TakaBa, ye 6enogpobHaTa UMPKynauua e focTaTby-
Ha (He NpeKaneHa, Taka Ye n3b6Area pa3BuTMeETO Ha PH, HO
He NpeKaneHo OrpaHNYeHa, No TO3M HauuH 6e3 eKCTpemHa
umaHo3a). Tean 6anaHCcpaHn CUTYaLMmn ca U3KIIOYEHNE, HO
Mo3BOMABAT NPEXUBABaHE B eTCKa Bb3pacT 6e3 onepayus.
MNMoBeyeTo MayMeHTV MMaT MHOFO orpaHuyeH 6enoapobeH
KPbBOTOK, KOWTO M3UCKBa onepauma CUCTEMEH aopTO-Mys-
MOHaneH WHHT B fleTCKa Bb3pacT, Han-yecTo Blalock-Taussig
(nogkntoumyHa aptepusa kbm PA), pagko Waterston wnm
Potts (cboTBeTHO acueHAeHTHa Unu AecueHAeHTHa aopTa,
KbM PA). AKO cncTeMHUAT A0-P WIBHT e NpeKaneHo ronam,
yBenuueHnaT 6enogpobeH KPpbBOTOK Lie foseae fo PVD B
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3pAna Bb3pacT. AKO WHHTBT € NpeKaneHo ManbK, nauneH-
TUTe We 6bAaT C eKcTpeMHa UnaHo3a. Cnep aeTcka Bb3pacr,
aHacTtomo3a mexpay SVC n PA e Bb3MOXKHa: Knacnyeckara
Glenn aHacTomo3a o AAcHaTa PA (cTopuuecka) unm aHa-
cTOMO3a Kpai-cTpaHa ¢ PA, cb3gaBalla ABYNOCOYHa KaBo-
nysMOHanHa aHacToMo3a. AleKBaTeH LWHHT LWe aosefe Ao
6anaHcupaHa cnTyaums.

4.15.2. KnnHnyHa n3naBa 1 ectecTBeHa eBonoLnA
B 3aBMCMMOCT OT cTeneHTa Ha 6enoapo6HNA KPBBOTOK, Hanu-
yneto mny nuncata Ha PVD n KamepHaTta ¢yHKUMA, naumeH-
TUTE MOraT Aa ce NpeacTaBAT C pa3INYHM CTEMEHU LnaHo3a u
3aCTOMHa CbpAeyHa HefoCTaTbUYHOCT. DU3NMUYECKMAT KanaynuTeT
€ Mo NPUHLMN 3HAYNTENTHO OrpaHnyeH (C U3KNYeHnA);, moraT
[a HacTbNAT NbsieH AV 610K, apuTMnUM (HagKkamepHa, HO CbLLo
KamepHa, SCD He e HeobuualiHa), MHCYNT, MO3byeH abcuec 1
Tpomboemb0nn3bM. EHIOKapAUTBT € OTHOCUTENTHO YecT cpen
Tasu nonynauus. 3a noseye NogpobHOCTY, BUXKTe pasdes 3.4.8.
LinaHo3ata e TMNM4yHo Hanuue npu nauneHTy ¢ UVH 6e3 one-
pauma Ha Fontan. ApTepuranHaTta KMC0pofHa caTypauua 4ecto
Bapupa oT 75-85%, HO MOXe B U3KITIOUYNTENHN CriyYan C ugean-
Ho 6anaHcMpaHu UMpKynauum fa JOCTUrHe cTonHocTn >90%.
MauneHTUTE MOra fa ce NPefCcTaBAT C Nporpecrpaiia ob-
CTPyKLMA KbM aopTaTa. ToBa Lie foBeae [0 KaMepHa XMnepTpo-
1A 1 eBeHTYyanHo fo HamaneH cbpaeyeH febut. MNporpecrBHa-
Ta 06CTpyKUMA KbM PA We npuumHKM nporpecupalia LmaHo3a.
Mpu nauyneHTn ¢ Glenn, BNowaBaHe Ha LMaHO3aTa MOXe CblLo
fa ce AbJIKM Ha pa3BMTME Ha NYSIMOHANHU apTepro-BEHO3HU
MandpopmaLmmn nnm BeHo-BeHo3HU KonaTepanu (IVC-go-SVCQ).
UVH tpabea ga noeme 1 CUCTEMHOTO, ¥ MYJIMOHA/IHOTO Be-
HO3HO BpblyaHe. ToBa XPOHMYHO 06EeMHO OOpeMeHsIBaHe Lie
Josepfe C ronsiMa BepoOATHOCT A0 KaMepHa HeJoCTaTbYyHOCT B
OTHOCUTENHO paHHa Bb3pacT. AV KnanHata peryprumtaumna Moxe
[a ce pasBue uUnu fa nporpecupa, ako e 6una Hanuue npeau
ToBa. Beue HamaneHMAT dM3MYeCKM KanauuTeT Lie ce BAOLIK
oule noseye. B gonbiHeHne KbM LiaHO3aTa € Bb3MOXKHO Aia ce
pa3Bre MaHUdpeCcTHa CbpAeyYHa HeJOCTAaTbUYHOCT,.
B penkn cnyyau, c pobpe 6anaHcMpaHa XxeMogMHaMurKa, He
ce pa3BuMBa KamepHa AncdhyHKLMA 1 ce cbobLiaBa 3a npexusse-
MOCT [jO NeTaTa, WwecTaTta 1u gopu cegmata gekaga.

4.15.3. UsrpaxaaHe Ha guarHosarta

BukTe paszoes 3.3 3a 06K NPUHUMUNN.

KnuHUYHNMTE HaxopKku BKNIOYBAT LEHTpanHa UuaHo3a, 6a-
pabaHHN NPBCTY Ha pbLeTe 1 KpakaTa, a YeCcTo 1 acuMeTpuyeH
rpbAeH KOW C NpeKkopAnanHo M3nbKBaHe (BOCIOP) Ha CbpuUETO
B rbpaute. CkonmosaTa e 4YecTo cpelwaH npobnem. Bropuar
CbpAeYeH TOH e TUMWYHO edMHMUYEH, HO OCTaHafaTa 4acT Ha
aycKynTauuaTa 3aBuUCK oT acouymmpaHuTe aHomanun. ECG moxe
[la pa3Kpue HapyLleHns Ha pMTbMa Unu npoesogmmocTTa. MNpea-
CbpAHaTa PUEHTPM TaxnKapaus ¢ 610K 2:1 1 caMo NieKa Taxmkap-
1A MOXe necHo fa 6bae nponycHarta.

« TTE e knoyoBaTa AMArHOCTUYHA TeXHWKa, ocUrypsBalla
nHpopmauma 3a aHaTOMMATA U MOHUTOPMPAHE Ha Kamep-
HaTa GyHKUMA No BpemMe Ha npocneaaBaHe. CErMeHTHUAT
noaxopn € Heobxoaum Npu exokapaunorpadpcko nscnensa-
He; UVHs ca BUHAru cnoXHm n morat ga ce npeacTaBAT C
WNPOK Habop aHOManuM B CUTYyca, OpMeHTaunATa 1 Bpb3-
kute. OcHoBHM TTE napameTpn/Bbnpocu/enemMeHT B gma-
rHosata Ha UVHs ca:

- A6pomuHaneH 1 npecbpheH cMTyc.

- Pa3nonoxeHre Ha CbpLeTo B rPbAHMA KOLW U NO3nLMA

Ha CbpAeYHNA BPBX.

CneynanHn cbobpakeHUs N NPenopbKM 3a NHTEPBEH-
LMA NpU efHOKaMepHO cbpLe

Mpenopbkn Knac® Huso?

MpenopbyBa ce Bb3pacTHU C HeonepupaHu Uan

nanuatueHo TpetupaHun UVHs pga 6bpat noana-

raHu Ha BHMMaTeNlHa OLeHKa B cneumanusnpaHu

LIeHTPOBE, BKJIOUNTENTHO MyNTUMOAANIHO 06pa3HO | C
n3cnefBaHe, KakTo M MHBa3MBHO M3CnefBaHe, 3a

[la ce pelun, Aanu Te 6nxa MManu nonsa ot Xupyp-

TUYHW MW MHTEPBEHLMOHANHN NpoLeaypu.

Camo fobpe nogbpaHu CUMMTOMATUYHU LMAHO-
TUYHW NALMEHTH, Cief] BHMATE/HA OLeHKa [HUCKM
NySMOHaNHN CbAOBU CbNPOTUBNEHNS, afeKBaTHA

Ila C
dyHKUMOHMA Ha AV Knana (1), 3anaseHa KamepHa
dyHKUMA], TpA6GBa fa ce Mmat NpefBuA KaTo KaH-
OMpaT 3a uMpKynauua Ha Fontan.
MauneHTn ¢ noBuweH 6enogpobeH KPbBOTOK —
MaJIKo BEPOATHO 3a 3psAnaTa Bb3pacT — TpsabBa Aa lla c

ce MaT NpefBuA KaTo NogxoaAwm 3a 6eHANHT Ha
PA unu npucTtaraHe Ha NocTaBeH NO-PaHO GeHAUHT.

MauyeHTn € TeXKa UMaHo3a 1 HamaneH nysMoHaneH
KPBBOTOK, HO 6e3 nosuwweHn PVR vnv PAP, Tpsa6Ba aa ce Illa C
1MaT Npeasmna 3a 6UAMPEKLMOHaNEH WbHT Ha Glenn.

lMaureHTn c TeXKa LmaHo3a 1 HamaneH nyaMmoHa-
JIeH KPbBOTOK, HENMOAXOAALWMN 3a WHHT Ha Glenn,

I1b C
MOXe Aa ce MMmaT NpeaBuA 3a CUCTEMEH aopTo —
Ny/IMOHANEH LWBHT.
CbpfeyHa TpaHCMNaHTauus W TpaHcnnaHTaums
cbpue-6san opob TpabBa Aa ce MMa NpeaBuA, Kora- lla C

TO HAMa KOHBEHUWMOHaIHa XUpypruyHa onyma npu
nauneHT B JIOW K/IMHNYEH CTaTyC.

AV = atpuoBeHTpuKynapeH/a/o/v; PA = nynmoHanHa aptepus; PAP =
nySMOHaHO apTepuranHo HanaraHe; PVR = nysIMOHanHo CbA0BO CbNpo-
TmuBnenune; UVH = egHoKamepHo cbplie.

@ Knac Ha npenopbKuTe.
b Hugo Ha pokasatencTaeHocT.

- BeHo-aTpumanHu, aTpuo-BeHTPUKYNAPHW, 1 BEHTPUKYO-
apTepuanHu Bpb3Ku.

- MopdonornyHa n xemognmHammyHa nHdopmauma Tpso6-
Ba Ja 6bAe nonyyeHa BbpXy LANOTO CbpLie.

- TpsabBa ga 6bae ouLeHeHa TOYHaTa aHATOMWA Ha BeH-
TPUKyno-apTepuanHata Bpb3ka W OYHKUMOHANHUAT 1
CTaTyc, CbC cneymnaneH GoKyc Bbpxy 06CTpyKLUATa KbM
aopTata unu 6enogpo6bHOTO CbAOBO pPyCIIo.

- Tpnab6ga ga ce HanpaBu oLeHKa Ha GyHKLMATa Ha AV Kna-
nata, CbC cneymaneH poKyc Bbpxy peryprutayusTa.

- KamepHa dpyHKUMA/x1nepTpodus.

- ASD, VSD 11n, pa3mep, 6poii, pa3nonoxeHue.

- Bwb3xopAuwa aopTa, aopTHa Abra 1 HX3XOAALA a0PTa; OT-
KpuBaHe/M3KNoUBaHe Ha KoapKTauus.

- PAs — 06l cTBON, KTIOHOBE 1 M3TOYHMLM 33 CHabaABaHe
Ha NyNMOHaneH KPbBOTOK.

- Busyanusauma Ha wbHTOBe (Blalock-Taussig, Waterston,
M T.H.).

TEE moxe fa 6bAe nokasaHo B cflyyaun Ha HeagekBaTHu TTE

ob6pasu.

+  CMR e o6pasHMAT meTon Ha M360p 3a eKcTpakapauanHa
aHaTOMUsA, BKNIOUYUTENIHO BEHO-aTPUANHU W BEHTPUKYMO-
apTepuantm Bpb3kn (CCT e antepHatuea). Moxe pga 6vae
nony4yeHa 1 nogpobHa mopdonormyHa uHpopmauus. CMR e
1N MEeTOADBT Ha M360p 3a N3YNCNABaHe Ha KamepHUTe obemu,
EF, n oTHOCUTEeNHOTO pa3npeneneHre Ha KPbBOTOKA B NEBMA
1 fecHus 6an gpo6.
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«  CbpheyHa KaTeTepusauua e Heobxoauma, KoraTto ce 06-
CbX[a UHTepPBEHLMS 3a XeMOAMHaMMYHA OLeHKA, 0COH6eHO
PAP 1 TpaHcnynmoHaneH rpagueHT (PVR e yecto TpyaHa 3a
oLeHKa B Te3u ycsioBus). TA e 3afb/mKuTenHa, Korato naym-
eHTuTe ce npeueHaABaT 3a Fontan onepauua. OueHkaTa Ha
CUCTEMHUTE a0PTO-MYIMOHANTHU UMW WbHTOBE Ha Glenn — 1
TEeXHUTE NoCcnefCcTBMA (CTEHO3a Ha NY/IMOHANIHWTE KIIOHOBE)
1 Apyr CbAOBU aHOManun (aapTepro-BeHO3HUN KonaTepan-
HU cbpoBe, GUCTYNN, M T.H.) — MOXe CbLLO Aa M3UCKBAT KaTe-
Tepuzauma.

WNHTepBeHLMOHaNHO neyeHne, Kato MysMOHanHa BanBoTO-
MUA 33 yBeNnYaBaHe Ha MyJIMOHaNIHUA KPbBOTOK B Clyyan Ha
Texka PS, e cnopHo.

AKO KNMHMYHaTa cuTyauus e ctabunHa, puckbT (YecTo BuU-
COK) OT BCEKU BUA XMPYPruyHa MHTEpBeHUMA TpAbea aa 6bae
npeTerfieH MHOro BHUMATENHO CNPAMO Bb3MOKHaTa nonsa.

Onepauuna Tun Fontan moxe ga 6bae 06cbaeHa Npy MHOTFO
[o6pe nofbpaHn NaumeHTn (BUXKTe pasdesn 4.16). MNpy naumeHTH
C TeXKa LjMaHo3a ¢ HamaneH 6enoapobeH KpbBOTOK 6€3 NoBu-
weHo PVR, 6uaupekuymnoraneH Glenn wbHT (SVC-po-PA) moxe
fa 6bae n36op. AKO CUCTEMEH WBHT (Hanp. apTepro-BeHO3HA
aKkcunapHa GUCTyna unv aopTo-nyfIMOHaNeH CUCTEMEH LIBHT) €
e[IHCTBEeHaTa Bb3MOXHOCT (buaupeKkunoHanHua Glenn wbHT
He e fJocTaTbueH i PAP HeqoCTaTbUHO HUCKO 3a TO3U LWBHT),
nonsaTta oT noBuleH 6enoApobeH KPbBOTOK TpAbBa Aa 6bae
npeTerneHa cpeuly MOBUWEHOTO OGEMHO OOpemeHsBaHe Ha
cMcTeMHaTa Kamepa.

Mo oOTHOWeHMe Ha TpaHCNNaHTauuATa, npeaxoXkaalla
CTEPHOTOMMA/TOPAKOTOMMA, A0PTO-MY/IMOHANHUTE Konare-
panu n MynaTUCMCTEMHOTO eCTeCcTBO Ha LmaHoTuyHaTa BCM ca
TEXHUYECKN U MegULMHCKN Npean3BrKaTeicTBa U orpaHnya-
BaT KNNHNUYHUA U3XOA.

4.15.4. KoHcepBaTNBHO fie4eHne
BukTe paszoesnu 3.4.3 n 3.4.8 3a xeMaTONOIrMYHO NeYeHne 1 ponsa-
Ta Ha TapreTHaTa Tepanua npu bCb-PVD.

4.15.5. MNMpenopbKu 3a npocneaasaHe
Heobxoanma e pegoBHa oueHKa B cneynanusmpad ACHD ueH-
Tbp.

YecToTaTa e MHAUBMAYaNM3NPaHa, HO Ha-Manko BeAHbX
rofuWwWHo, ¢ pM3nKaNHO U3cedBaHe, M3MepBaHe Ha KIUCNopoa-
HaTa caTypauus, nabopaTopHu M3cnefBaHnA (XeMaToNOrnyYHN
roKasaTenu, kefneseH CTaTyc, yepHoapobHa GpyHKLMs, 6bbpeu-
Ha dyHKuMA, 1 T.H.), EKT, peHTreHorpadus, n exokapanorpadus
(BUXKTe CbLLo paszoes 3.4.8).

CMR 1 paboTHa npoba ca HeobxoaNMN HaN-MaNKo BeAHBX
B 3psAfia Bb3pacT M B CNleABallLyM MHTEePBanu, Cnopes HavasHo yc-
TaHOBEHUTE JaHHW.

4.15.6. lonbNHUTENHN CbOGpaxKeHns

«  Ou3nuecka akTMBHOCT/CMOPT: MO NPABUIIO, NALNEHTUTE HS-
MaT MOBWULLEH PUCK OT CMBPT MO BPeMe Ha HaToBapBaHe, HO
MMaT 3HauUTENHO orpaHuueH ¢Gpu3muyeckn Kanauutert. Pas-
BJIEKATENHM CMOPTOBE MOraT Aa ce Mmat npeasug B CMMI-
TOM-IMMUTUPAHO HUBO.

+  BbpeMeHHOCT: NPOTMBOMNOKa3aHa NpPu NauneHT CbC CUMHO
orpaHuyeH 6enogpobeH KpbBOTOK MU C TexKa PVD, unu
npu nowa kamepHa oyHKuUus. LinaHo3aTa noctaes npep 3Ha-
UmTeNEH PUCK MO, C Maslka BEPOATHOCT 3a XMBO paxaa-
He (<12%), ako KucnopoaHaTa catypauus e <85%'%° (suxkrte
pasoen 3.5.7).

+ 3a KOHTpauenuus, KOMOMHMPAHO MEPOPaNHO KoHLaTpe-
NTUBHO Xanye TpA6Ba Aa ce U36Area, NOpaan pUck oT TPOM-
603a 1 TpomboembonuA. ELMHCTBEHO NpPOrecTepoHoOBU
Xanyeta M NPOrecTepoH-nU3byBaLLN WHTPAYTEPUHHU YC-
TPOWCTBA WAN UMMNAHTALMOHHN CUCTeMN ocurypnaBsaT bes-
onacHa KoOHTpaLenuma ¢ No-ManbK CbpAeYHO-CbA0B PUCK.

+ lMpodunaktuka Ha IE: nokasaHa Npv BCUYKU NaLMEHTU
(BWKTe pasden 3.4.6).

4.16. MNMaumeHTn cnep onepauuna Fontan

4.16.1. BbBepeHne n ocHoBHa MH$popmaLna
OnepauunsaTta Fontan Gewwe BbBefeHa npe3 1968 u cTaHa ge-
OUMHUTMBHOTO NeyeHMe 3a MOAXOAAWM MauMeHTVn C pepuua
CcbpAeyHn Mandopmaumm, xapaktepmsmpawmy ce ¢ ¢GyHKUMO-
HMpaLla eiVHCTBEHa Kamepa (BUxTe pasden 4.15). OnepauyusTta
ce CbCTOW OT pasfenaHe Ha CUCTEMHOTO W MYJIMOHANHOTO Be-
HO3HO BpbLUaHe U MM Bb3CTaHOBABA fa 6baaT “Ha cepun”. Cnep,
BbBEXAAHETO N, ca 6unun HanpaBeHn peanua mogmdbukaumm Ha
opuruHanHata npouenypa, npefHasHayeHn Aa HacouaT CMCTeM-
HOTO BEHO3HO BpblyaHe KbM PAs. B gHewHO Bpeme, ToTanHaTa
KaBO-MNynMoHanHa Bpb3ka (TCPC) e 3ameHuna npefacbpaHo-6e-
noppo6Hata Bpb3Ka (yxo Ha RA kbMm PA), c unu nHTpakapamnaneH
Unn ekcTpakapananeH KoHaont mexay IVC n PA, egHoBpemen-
Ho ¢ SVC-n0-PA aHacTomo3a (buaupekumoHaneH Glenn).3' Tasu
LMPKyNaLma ce oCblLecTBABA YeCTO Ha AiBa eTana. Bb3pacTHu ¢
HLHS octaBaTt manka HO HapacTBalla rpyna nauuneHTu. lbpeute
ZaHHW Ha 3pAnaTa Bb3pacT onunceaT 3HauUMTeNHO nNpeobnagasa-
He Ha rofiemMmn CbpAeYHO-CbAOBU CHbOUTUSA 1 U3rNexaa Ye nayu-
eHTuTe ¢ HLHS ca no-nogatnuem Kbm ycnioXHeHUA oT obaTa
rpyna nauueHTn ¢ Fontan, KoeTo Hanara no-6nn3ko npocneas-
BaHe 1 oLeHKa. 32

EctecTBeHaTa eBonoUMA U KIAVHUYHUAT U3X0h4 NpU ApYru
nanvaTuBHU KopeKumm npu cbpua ¢ “egMHMYHa Kamepa” He ca
Jo6pu, Taka ye Fontan 06MKHOBEHO ce Npeanpuema npu BCuy-
KM NaumeHTUn, NP1 KOMTO XxemoAnHaMumKaTa e nogxoaduwa. Cera
ce npeLeHaABa, Ye onepaTMBHaTa CMbPTHOCT Y NOCNeABaNAT
n3X0of 3aBNCAT OT NPUrOAHOCTTa Ha LMpKynaumaATa U cnassaHe-
TO Ha onpegeneHn Kputepuu. CtpormaT noabop faBa Hal-fo-
6pUTE PaHHM 1 KbCHU pPe3ynTaTy, C onepaTBHa CMbPTHOCT <5%
B CbBpeMeHHUTe cepuu, u BKAousa Huckn PVR n PAP (cpegHo
<15 mmHg, 3ana3eHa kamepHa GyHKUMA, afeKBaTeH pa3mep Ha
PA, nunca Ha cboTBeTHa peryprutauma Ha AV Knana v HopmaneH
puTbMm). M3BbplueHa e ,deHecTpauma” B n3bpaHn cnyyan nnm
BCUYKM CJlyvan Ha HAKOW LEHTPOBE, 3a fia Ce MO3BOJIN WbHTU-
paHe Ha HEOKCUreHVpaHa KpPbB KbM CUCTEMHaTa LupKynaums
Ha NpeACbpPAHO HMBO, LensAwa nopaobpsBaHe Ha CbpAeyHUA
nebut 3a cMeTKa Ha LUmaHo3ata.’® Onepauuara Fontan, KoraTo
ce 06CbXKAa KbCHO NMPU Bb3PacTHK, HE BUHAry e nanvauusaTa Ha
1360p, NOpPaamn orpaHNYEHUs AbJITOCPOYEH U3XOM.

4.16.2. KnnHnyHa n3fABa N ecTeCTBeHa eBonoynsa

Jluncata Ha cy6nynmoHasiHa Kamepa BOAU A0 XPOHMYHA CUC-
TeMHa BEHO3Ha XMMEPTOHWA, M3PA3EHO HapyLleHVe Ha Ny-
MOHanHaTa XeMOANHAMUNKA, U XPOHWUYHO ,JINLLIEHA OT NpeHa-
ToBapBaHe” Kamepa. PeanLa BaxkHV Mpo6nemun ca UsHUKHanNu
no BpeMe Ha AbJIrOCPOYHOTO NpocneaasaHe. Makap e 10-ro-
AVLIHATA NPEXMUBAEMOCT MOXe Aa Npubnuxun 90%, Tpabea aa
Ce KOHCTaTMpa, Ye MpexaeBpemMeHHOTO BoLlaBaHe Ha Cbp-
AeuYHO-CboBaTa GYHKLWA, C OrpaHnyeHa NpexnBaeMocT e
HemnsbexHa, aopu Npu Han-gobpute naumeHtTn ¢ Fontan.304
BaxHM XeMOAMHAMUYHY NPo6ieMn JONPUHACALLN 3@ KbCHa
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HefoCTaTbYHOCT Npu Fontan BKNoYBaT Nporpecnpatlo Bno-
lWaBaHe Ha CMCcTeMHaTa KamepHa ¢yHKuua, AV KnanHa pe-
ryprutayma, nokausaHe Ha PVR, npeacvpaHo yronemsBaHe,
6enoppobHa BeHO3Ha O6CTPYKLMA, NPOrpecrpaLwo pecTpu-
KTuBeH cybaopTteH VSD, n mocnepacTBuATa OT XPOHMYHATa
CCTEeMHa BEHO3HA XUMNEePTOHUSA, BKIIIOUNTENHO YepHOAPOOHa
KoHrectust n ancdyHkuma. 3% Mo-HaTaTblUHNTE YCNOXKHEHNSA
BKNOYBaT obpasyBaHe Ha npeacbpaHn n PA Tpombu, pa3su-
Tie Ha NYJMOHANIHN apTepPUo-BEHO3HN GUCTYNN, CUCTEMHMU
A0PTO-NYNMOHANHN, AaPTEPMOBEHO3HU WAN BEHO-BEHO3HU
KonaTtepanu.

Cnep onepauuata Fontan, MHO3MHCTBOTO OT NaUMeHTUTE ca
nobpe npes 4eTcTBOTO M IOHOLWECTBOTO, MaKap ye GpusmyeckuaT
KanaumTeT e orpaHUYeH Npu 06eKTUBHO n3MepBaHe. KnMH1YHM
YCNOXKHEHMA moraT obaue Aia ce pa3BUAT BNOCNEACTBUE, C MPOT-
pecrpallo HamansaBaHe Ha pU3nyecKkma KanaunuTeT 1 CbpAeYHa
HeAoCTaTbYHOCT, LLMaHO3a, XPOHNYHA BEHO3HA HEAOCTAaTbUYHOCT
1 pa3BUTUE Ha CbLLECTBEHN apUTMUKN, OCOHBEHO NPKM NaLMEHTU C
Knacmuecka onepaums Ha Fontan.3% Kbm 10 roguHm cnep one-
pauma Ha Fontan, ~20% oT mauuMeHTUTe UMaT HagKaMepHU Ta-
XviaputMmmm (BKAtountenHo TunmuyHa IART n npegcbphaHo Tpen-
TeHe, HO cblo AF n dokanHa AT).3%7 Bpaavkapaua, abnxalla
ce Ha SND, moxe ga ynecHu nosasata Ha AT. YecTtoTtaTta Ha AT e
no-Hucka cnep TCPC, OTKOAKOTO aTpuo-NyAMOHanHa BPb3Ka,
N MO-HUCKa cnepf ekCcTpakapAuaneH KOHAIWT, OTKONKOTO WH-
TpakapavaneH KoHawouT.3%® [MpefcbpaHWTe TaxmaputMum c
61bp30 NpoBexaHe ca cBbp3aHu ¢ SCD.

CnekTbpbT Ha Fontan-acouunpaHata YepHogpo6Ha 6onecT
€ WNPOK 1 BKJIOYBA, KAKTO YepHOAPOOHA KOHrecTus, Taka u
Texka pnbposa c NpmM3HaLmM Ha NopTanHa XMNePTOHUA N CBPBX-
YCUIBALLM HOAYNU, KAKTO 1 XenaTtouesnynapeH KapymHom.30?

MpoTenH-rybewata eHTeponaTusa € pAAKO, HO BaXKHO YC-
NOXXHEeHWe 1 Boan Jo neprdepeH OTOK, NIEBPATHN U3NINBYU 1 ac-
unT. MoXxe fa 6bae AMarHocTMumMpaHa Ypes AOKYMeHTMpaHe Ha
HUCBK CEpyMeH anbyMUH 1 MOBMLLEHW HMBA Ha A1-aHTUTPUNCUH
B n3npaxHeHnaTa>'° TpaaguumMoHHo e 6rna cBbp3BaHa C MHOTO
Nolwa NporHo3a (5-rogniiHa npexmnsaeMocT <50%), HO No-CKo-
POLWHY MpOyYBaHWA CbOOLWABAT 5-roAWLLIHA MPEXMBAEMOCT
88%; BCe Nak, leyeHneTo octasa npeamssukartenctso.’! Mnac-
TUYEH BPOHXNT 1 gUCchYHKLUA Ha NuMdHaTa crcTema MoraT Ao-
MbHUTENHO [a YCIIOXKHAT NPOrHo3ara.

3a noBeye NoAPOGHOCTY, BUXKTE HACKOPO My6NUKyBaH 06-
wupeH npernen.’?

4.16.3. UsrpaxxpaHe Ha AnarHosarta

BukTe paszoes 3.3 3a 06K NPUHUMUNAN.

KnWHUYHNTE HaxoAKW BKOYBAT YeCTO NeKo, HemnyncrpaLlo
paswupeHmne Ha lorynapHute BeHn. CUriudurkaHTHO paswmpe-
HMe Ha lorynapHuTe BEHW 1 xenaTomeranus, obaye, nopakaat
CbMHeHMe 3a ob6CTpykumA Ha Fontan mnu kamepHa HepocTa-
TbUYHOCT. EKI yecTo nokasBa HofganeH pUTbm UK NPELSCHPAHN
aputmmu. MneBpaneH U3nNmB Npu peHreHorpaduaTa Ha rpbLHMA
KOLU Mopaxja CbMHeHMe 3a NpoTenH-rybella eHTeponaTusa.

+ ExokapauorpadusTa e ANarHoCTUYHOTO CPEACTBO OT Mbp-
Ba IMHUA, JaBaLo nHopMaL A 3a KamepHaTa 1 KnanHata
dyHKUMA. 3a n3o6pasaBaHe Ha KPbBOTOKA Ha Fontan, kaTo
usano ca Heobxogmumu TEE unu apyrn metoam Ha usobpa-
3ABaHe.

+  ExerogHute KpbBHM Npo6U TpAGBa fa BKOYBAT XeMaTo-
noruvs, cepymeH anbyMuH, KakTo 1 M3cnieiBaHUA Ha yep-
Hopgpo6HaTa 1 6bbpeyHaTa GyHKUMA. KoraTo ce noposu-
pa npoTeunH-ry6ella eHTeponaTua, TpAbBa Aa ce Usuncnm
al-aHTUTPUNCUHOBUA KIMPBHC.

+ CMR e noneseH 3a oueHKa Ha NbTA Ha Fontan, konatepanHu
W NYSIMOHANHK BEHW (Hanp. o6CTpyKLUMA Ha AsAicHaTa NynmMo-
HanHa BeHa OT yBennyeHoTo RA) KakTo 1 3a TpoMb, BCMuKuTe
morat a 6bvaat ocurypenu n ot CCT. CCT n3ncKBa ONMUTHOCT,
3a cMeK4YaBaHe Ha apTedakTy OT MOTOKa M $panwmBo Nono-
XWUTenHa AmarHosa Ha Tpom6. CMR ce 13BbpLlUBA PeAOBHO
3a KamepHM ob6emu, NPOXoAMMOCT Ha MbTA N KPbBOTOKA Ha
Fontan, 3a oueHka Ha AV KnanHa perypruTtauus, cybaopTHa
0b6cTpyKuUA, MnoKapaHa ¢rbpo3a 1 OTKprBaHe Ha TPOMO.

«  Toli KaTo uepHoApobHaTa AUCHYHKUUA, YepHoapobHaTa
LMpo3a 1 xenaTouenynapHUAT KapLMHOM Ca NO3HaTh KaTo
TUMUYHN YCIIOXKHEHWA B Ta3n 06CTaHOBKa, TpA6Ba fa ce u3-
BbpLUBA PeiOBHO M306pa3faBaHe Ha yepHUa Apob (yntpas-
BYK, KOMMIOTbPHa TOMOrpadus, MarHUTeH pe3oHaHC) 1 na-
6opaTopHa oLeHKa.

- CobppeyHa KaTeTepusauusa TpabBa Aa ce N3BbpLIBA NPY HU-
CbK Mpar B Cllyyaun ¢ HeOBGACHUM efieM, BriOLWEH GU3nUYecKn
KanauuTeT, HOBOMOABWAA Ce apUTMUA, LiaHo3a 1 XeMOMNTH-
3a. Ta ocurypasa MHPopmMaLmA 3a KamepHaTa M KfanHaTta
byHKUMA, XemoanHammKaTa, BKtountenHo PVR n obcTpyk-
uma Ha Fontan KpbBOTOKa, M aHOMaSIHU CbAOBU BPbH3KM
(BUxTe pasden 4.16.2). CoueTtaBaHeTo ¢ CMR 3a cbpaeuHus
8ebut MoXe fa No3BOY MNO-TOUYHO M3MepBaHe Ha PVR.

4.16.4. MegnKaMeHTO3HO JieyeHune

«  AHTMKOarynauua: KpbBHaTa CTa3a B AACHOTO Mpefcbpaue
W HapylleHaTa Koarynauma MoraTt fia npefpa3nonoxar Kbm
Tpomb6o3a. MoTeHUManbT 3a CyOKNMHUYEH, peunanBupalLl
6enoppobeH em60n13bM (eBEHTYaNIHO BOAELL 10 NMOKayBaHe
Ha PVR) n cuctemeH embonnsbm ca JOBenn JO NPEnopbKa,
OT HAKOW, 3a aHTMKOarynaums npes uenus xneoT. Hama oba-
ye HMKaKBW AOKa3aTesiCTBA 3a NOJI3a, a NPaKTMKaTa Bapupa
mexAay ueHTposeTe. Bbnpeku ve 3a NOACs uma goknagm ye
ca 6e3onacHu npu noabpaHun nauneHTn ¢ Fontan,”® nuncear
ybennTenHn faHHM 3a 04YakBaHa eprKacHOCT 1 Nopajmn ToBa
Te3n JaHHM He MOXe MOHACTOoALEM fia ce NpenopbYaT KaTo
CTaHAapTHa Tepanus.

«  AHTMapuTMMyHa Tepanua: 3arybaTa Ha CUMHYCOB pPUTbM
MOXe fa npeglecTtsa 6bp30 XeMOANHAMNYHO BfiOLIABaHE
N npeacbpaHn aputmun. MpogbnkuTenHata npeacbpaHa
apuTMusA ¢ 6bp30 AV npoBexaHe TpAbBa Aa ce cumTa 3a Me-
OVILMHCKA CNeWwHOoCT. EnekTpuyecko KapamoBep3no e OCHO-
BaTa Ha NeYEHMETO, T KaTo JIeKapCTBEHAaTa Tepanua e yec-
TO HeepeKTMBHA. AMNOLAPOHBT MOXe fa 6bfe epeKTMBEH
3a NpeBeHLMA Ha PeLANB, HO TON MMa MHOTO AbJITOCPOYHNU
CTpaHuyHu epekTn. CoOTanonbT MoXe Aa 6bae anTepHaTuBa.
Tpab6Ba fa Ma HUCHK Mnpar 3a pagnodpeKkBeHTHa abnauunsa,
MaKap ye ToBa Ca TPYAHU 3a NeyeHne apuTMnUmM B KaTeTepu-
3aumoHHaTa nabopatopua.’’® AHTU-TaxmkapgHuTe npej-
CbpAHM NeNCMeNnKbpM MoraT a momorHart. AKo e Heobxoau-
Mo AV neiicrpaHe, TO Lie MMa Hy>KAa OT envnKapaeH Noaxoa.
MosBaABaTa Ha apuTMnK TpAbGBa fa Npeau3BuKa HesabaBHa
XemofnHaMnyHa oueHka. OcBeH ToBa, TPsAbGBa Aa ce B3eMe
npoakTmBeH noaxog 3a EP oueHka n abnaunoHHa Tepanuns
(KbLeTo e noaxoAALLa) BKNIOUMTENHO KOHBEpPCKA no Fontan
C elHOBPEMEHHa onepauua 3a aputmma. Npu nogbpanHn na-
UmneHTN TpsbBa Aa ce B3eme npeasma Tepanua ¢ ICD. BuxTe
pasoesn 3.4.2.

« Tepanusa Ha npoTeuH rybella eHTeponaTna: MeAMKaMeHTO3-
HaTa TepanuA ocTaBa NpPeAn3BMKATENCTBO U MIMa NPeanoxXe-
HWSA 33 Pa3fIMUYHK NeYeHnA (cnep nsK/uBaHe Ha XeMoguHa-
MWUYHU NPO6emMun), BKIOUYNTENHO OrpaHMYaBaHe Ha CONTa,
BMCOKO-NpoTenHoBa aueta, anypetuumn, ACE nHxunbutopm
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(MoXe 61 nowo MNoHOCKMMU), CTepouam, anbymMUHOBA VH-
by3uns, XpOHNYEH MOAKOXKEH XemapuH, Cb3faBaHe Ha o¢e-
HecTpaumsa (Mo MHTePBEHLMOHANEH HauWH) U, eBEHTYaJHO,
06CbXKaaHe Ha TpaHCMIaHTauums.

« TMynmoHanHa Ba3opunataumsa: ERAs n PDE-5 uMHxubutopm
MoXe Aa 6baaT 06cbaeHN Npy M36paHN NaLMeHTH C NOBU-
WweHo 6enofpobHO HanAraHe/CbNPOTUBIIEHNE B OTCHCTBUE
Ha NOBMLIEHO KAMEPHO TeNleAnacToNHO HanAraHe. [laHHuTe
3a pyTVHHA ynoTpeba Ha Te3n meAnKaMeHTU Npwv nauneH-
T ¢ Fontan 3acera ca orpaHuyeHun. EQHO paHgomusmpaHo
nsnutBaHe Ha ERA 60ceHTaH e Mokasano CUrHUGUKAHTHO
nofobpeH Kapano-nynmMoHasneH paboTteH Kanauutet npu 75
Bb3pacTHu ¢ Fontan ¢pusnonorus. 3

4.16.5. XupypruyHo/MHTEepBEeHLNOHAJIHO IeYeHne

MaumeHTn c ,otnagaw Fontan” (c Kom6UHaumA oT TpyaHO npe-
Of0NIIMA APUTMUSA, fECHONPEACPAHA AnNaTaLmsA, Blowasalla
ce AV KnanHa perypruTauus, BnowasaHe Ha KamepHaTta QyHK-
uus n/unn npeacbpaeH Tpomob) Tpabea fa 6baaT o6MUCIEHN 3a

CneunanHn cbobpakeHns N NpenopbKN 3a MHTEPBEH-
uua cneg onepaums Ha Fontan

Mpenopbku Knac® Hueo®

MpoabmKMUTENHa NPeAcbpAHa aputMuA ¢ 6bP30
AV npoBexjaHe e MeuLMHCKa CNewHoCT, 1 Tps6-
Ba fja 6be NekyBaHa He3abaBHO upes enekTpuye-
CKa KapanoBep3us.

AHTVKOarynauvs e mokasaHa Npu Hanuuue unu
npu aHamHe3a 3a NpeAcbpAeH TPom6, NpeAcbpA- | C
HV apPUTMUY UV TPOMBOEMBOIMYHN CHOUTUA.

MpenopbuBa ce XeHun ¢ LMpKynauua Ha Fontan n
KOETO 1 Aia e yC/IoXKHeHVe fa 6bAaT CbBeTBaHM fia I C
He 3abpemeHsnABaT.

CbppaeyuHa KaTeTepu3aLumsa ce NpenopbyBa C HACHK
npar B cjlyyan ¢ HeOBACHUM efieM, BNoLaBaHe Ha
paboTHUA KamauuTeT, HOBOMOABMIA Ce apUTMUA,
LiMaHo3a 1 KpbBOXpPaK.

Mpwv naymeHTn c apuTMuu, TpsbBa Aa ce nMa npeg-
BU[ aKTUBEH MOAXOA 3a eneKTpodu3nonormyHa lla C
OLleHKa 1 abnauums (Korato € Bb3MOXHO).

Tpabsa fa ce Ma NpeaBuA pefoBHa obpasHa aun-
arHocTuKa Ha yepHua Apo6 (ynTpassykK, KOMMIO- lla C
TbpHa Tomorpadus, MarHUTEH Pe30HaHC).

EHpOTENuNH peuenTopHY aHTaroHucTn n pocdoan-

ecTepasa-5 UHXMOUTOPK MOXKe fAa ce MmaT npef-

BUA NpW M36paHn NaLuueHTN C NOBULLEHO NYySIMO-

HaJIHO HanAraHe/CbNpOTUB/IEHWE NPU NMMCa Ha 11b C
MOBUILEHO MNY/IMOHANHO HanAraHe/cbnpoTuBNe-

HVe, ako NINMNCBa MOBWILEHO KaMepHO Tenepmac-

TOJSTHO HanAraHe.

Mpun I/I36paHI/I nauneHTn CbC 3HayMma LUKMaHO3a,
MOXe fla Ce UMa npenBna 3atBapAHe Ha d)EHeCTpa-
uma c yCTpOl;ICTBO, HO TOBa M3NCKBa BHMMaTEJIHa
OLUEeHKa npean MHTepBeHUMATa C Les1 U3KnyBaHe
Ha npeansBuKaHo nosullaBaHe Ha CUCTEMHOTO Be-
HO3HO HajiAraHe nnmn cnajaHe Ha cbpaevHnA neburt.

Ilb C

AV = npeacbpaHoKamepeH/a/o/w.
@ Knac Ha npenopbKuTe.
b HuBo Ha pokasaTencTaeHoCT.

XVIpprI/IFL315 [okaTo naumeHTn C BNoLWaBalla ce CUCTEMHA Ka-
MepHa d)yHKLIVIﬂ MoraTt fja MMaT noJi3a OT CbpAeyHa TpaHCn1aH-
Taunma (I/I3B'prLleHa B yCnoBuATa Ha OMUTHOCT), MNAUNEHTN CbC
3ana3eHa CUCTeMHa KaMepHa d)yHKLI,I/IH, npeaocbpiHa apuTtMmnAa

1 HapyLeHa ArHaMViKa Ha KpbBOTOKa Mo MbTs Ha Fontan morat
[la MaT MosNi3a OT KOHBEPCMA KbM eKCTpakapAuasnHa ToTasHa
KaBO-My/IMOHaIHa BPb3Ka M CblleBpPeMeHHO Kpuoabnauua.3'®
MocneaHUAT Noaxoa e ocurypun Ao6pu paHHW pesynTtatu npu
YC/IOBUA C MHOTO rojisiMa OMUTHOCT, HO € CBbP3aH C XMPYpruy-
Ha CMbPTHOCT 1 NPOAbAXKABaLLA MOPBUAHOCT, C eJHOBPEMEH-
Ha HY>KAa OT NPOLB/IKABALLA MEAVKAMEHTO3HA TEPANA 1 UM-
MMaHTaUMA Ha Nencmerkbp B MHO3WHCTBOTO OT ciydaumTte."
Ako 6ble N3BbPLIEHA MO-KbCHO, € MO-MaSIko BEPOATHO KOH-
BEpCMATa 1 3aBbPLUN C JO6BP KIMHUYEH N3XOA, @ MOXKe fa e
Heob6xoAMMa CbpfieyHa TpaHCnaHTaums. Hain-nobpoto Bpeme
3a KOHBepcKA ocTaBa obaue HeAacHo. Mpy noabpaHn Bb3pacTHU
nauueHTn, Moxe 61 e NPaBUIHO a ce 06CbAN 3aTBapAHe C yc-
TPOMCTBO UNU heHecTpaLraA, ako Ma CUrHUGUKAHTHA LMaHOo3a,
HO TOBa MOXe CbLLO Ja BOLN CbCTOAHMETO Ha naumeHTa. Ka-
TETbPHA MHTEPBEHUMS MOXE Aa € HEOOXOAMMA M B C/lyyal Ha
06CTPYKLMA Ha KPBBOTOKA, U/IN MNPV aHOMAJTHN CbLOBYW BPb3KU.

4.16.6. MNMpenopbkKu 3a npocnegsaBaHe

B pe3yntaTt oT MHOXeCTBOTO Npobnemu, rpyxata 3a naumueHTn ¢
Fontan e egHa OT Hali-ronemuTe Npean3BUKaTeNICTBa 3a creyma-
nuctute no ACHD. Bemuku naymeHTn ¢ Fontan Tpa6ea ga 6bgat
npocnensasaHn B cneynanusmpadn ACHD ueHTpoBe, 06MKHO-
BEHO Hall-ManKo BeAHDBbX rofguLHO, C exokapauorpasdua, EKI,
KPbBHU TECTOBE, N paboTHa npoba.

WHTepBanute Ha CMR 1 yepHoapobeH ynTpasByK (Mnn KOM-
noTbpHa Tomorpadusa) Tpabaa Aa 6bAaT peLeHn Ha MHANBUAY-
anHa 6a3a. Mo oTHoLeHVe Ha Bb3pacTHY, U3rNeXAa PasymMHo Aa
ce N3BBPLUN HayasHa YepHOAPOOHa OLEHKA C MarHMTHO pe3o-
HaHCHO n306pa3aBaHe Npu NbpBaTa BU3NTA C LieN onpeaenaHe
Ha YyecToTaTa M HauMHa Ha npocsiegsBaHe, Ha 6a3aTa Ha cTe-
neHTa npejwecTBalymMTe XenaTaaHy NPomMeHun. JonbaHUTENHO,
e)erofHaTta npocsiegsBalla YepHOAPOOHa OLEHKaA, BKJlOUBaLLA
HanprMmep XenaTasieH ynTpasByK 1 U3MepBaHe Ha anda-deto-
npoTeunH, TpAbBa Aa ce B3eMe NpefBuA cfel KOHCYNnTaumsa ¢ o-
KasliHUTe CTPYKTYpW No XenaTonorus.

M3uepnatenHata oueHKa e 3afb/KUTeNIHa NpY NAUUEHTH C
NposBM Ha KoMMneKkca ,otTnagaly Fontan”, ¢ 0co6eHo BHUMaHne
Aa 6baaT usKNYeHN Jopy Manku ob6CcTpyKLUM Ha KaBo-MNysmo-
HaJIHUA KPBBOTOK U NMY/IMOHANHO BEHO3HO BPbLLaHe, KOUTO MO-
raTt fja UMaT rofiAMo XeMOANHAMUNYHO BAUSHNE,

4.16.7. loNbAHUTENHN CbOGPaXkeHNs

«  Ou3nyecka aKTMBHOCT/CNOpPT: cnef onepauus Ha Fontan,
nauneHTUTe MMaT 3HaYMMO HamaneH Gpusnyecky KanauymTer,
KaTo YacT OT TAXHaTa UuMpKynauus. Bbnpekn ToBa, Tpabsa aa
ce npenopbyaTt yMepeHU CUMMATOM-TUMUTUPaAHN aepobHn
yrpaxHeHus, cropef cerawHMTe NpPenopbku 3a nogobps-
BaHe Ha MYCKYJ/IHaTa C1la U KauecTBOTO Ha »uBoTa.?

+ bpemeHHOCT: naymeHTKM ¢ umpkKynauma Fontan n kakBoTo n
Ja e ycnoxHeHne Tpabsa Aa 6baaT cbBeTBaHW NPoTUB bpe-
MEHHOCT. YcrelHa 6peMeHHOCT e Bb3MOXKHa NMpur nogopaHu
NauMeHTKKN, Makap Ye CbC 3HauUTeNIHa MallunmHa 6onecTHoOCT,
no-crneuuanHo cbppeyHa HefoCTaTbYHOCT U apuUTMUSA, HO
CbLUO 1 TPoMB6OeMOONNYHMN YCnoxXHeHUA. Tpabea Aa ce nMa
npenBuA, Kato ce H6anaHcupa cpelly pucka oT Xxemoparus,
KOWTO € U MO-BMCOK NPV Te31 NauUeHTU. 3a8bIKUTENHO e UH-
TEH3UBHO MOHUTOPUpPAHE, BKIIOUNTENHO cref paxaaHe. Mima
BMCOKa YecToTa 27-55% Ha CMOHTAHHUTE abopTW, KAKTO 1
BMCOKa YeCToTa Ha NPeXXAeBPEMEHHO paXKaaHe U NHTpayTe-
PUWHHa xmunoTtpodus. Jann 6pemeHHOCTTa C 06EMHOTO 1 HAaTO-
BapBaHe MMa HebnaronpuaTeH epekT BbpPXY AbrOCPOYHUA
N3X0[ NPV XeHu ¢ 06LLa KaMepa ocTaBa fa 6bae N3siICHEHO.
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- MMpodwunaktuka Ha IE: npenopbyBa ce camo Npu NaumeHTu
CbC CKOpoLLeH nosBTopeH Fontan (<6 meceua), LnaHo3a, Npo-
Te3Ha Kfamna, OCTaTbyHO M3MyCKaHe Npe3 natya, uiv npea-
WecTBall eHOOKaPAUT.

4.17. KopoHapHu aHomanuu

4.17.1. BbBepeHMne N OCHOBHa UH$OpMaLnA
KopoHapH/Te aHOManuu BK/lOYBAT aHOMaHO M3XOX[aHe Ha
KopoHapHa apTepua oT aoptata (AAOCA), aHoManHa KopoHap-
Ha apTepusa oT PA (ACAPA), n kopoHapHu ¢uctynu.

4.17.1.1. AHOMAJIHO U3xoX0dHe Ha KOPOHAPHA apmepus
om 6enodpobHama apmepus

Makap 4e MHOro BpPOAEeHN KOPOHapHM aHOManumn ca Aobpoka-
YyecTBEHU, NPOYYBaHUA BbPXY ecTeCcTBeHaTa eBOMoLUA Ha aHo-
MaJiHa nAaBa KopoHapHa apTepus ot PA (ALCAPA) nokassat fow
N3XOA, aKo He ca nekyBaHwn.3'8 ACAPA 1Ma 3a pe3ynTaT HUCKM KNC-
NOPOAHM HIBa B KOPOHapHaTa apTepus, CUHLPOM Ha KOPOHapHO
OTKpaaBaHe, n MnokapgHa ncxemus. ALCAPA moxe fga ce npeg-
CTaBW KaTo MbJlYanuB UM CUMMNTOMaTUYeH MUOKapaeH UHOaPKT,
LV aucoyHkuma, VTs, nnmn gopu SCD. NMauneHTTe moraT Cbluo Aa
ce NpeAcTaBAT NPeAUMHO C 06eMHO KaMepHO obpemMeHABaHe,
nopaan L-R WHHT, NpryMHABALLY CMMATOMU Ha CbpheYHa HeloC-
TaTbYHOCT. Bce nak, aHomanHa AsacHa KopoHapHa apTepusa ot PA
(ARCAPA) e 6una gmuarHoctuumpaHa cnyvaiHo. Mpeanounta ce
[BOINHA KOpeKLUMA Ha KOPOHapHa cuctema, BKOUYUTENHO Mpe-
MeCTBaHe Ha KOpOHapHUA 6yTOH (0CTUYM) C nnn 6e3 NHTepno3n-
unA Ha rpadt. KopoHapeH aptepuaneH 6annac rpadt (CABG) cbe
3aTBapsHe Ha ACAPA Tps6Ba aa 6be 3anaseH 3a Te3u, Npu KOUTo
KOPOHapHO NPexXBbpsAHe He e OCHLIECTBUMO.

4.17.1.2.  AHOMAJIHO U3X0XO0dHe Ha KOPOHAPHA apmepus
om aopmama

Jlunceat npoyuyBaHWA BbpXy eCTeCTBEHATa €BOOLUSA MO OTHO-
WeHne Ha He-nekyBaHu nauuneHTn ¢ AAOCA. le6aTbT OTHOCHO
NeYeHNeTo NPOoABbIIKaBa, 0COOEHO MNPV NALMEHTU C UHTPaapTe-
puaneH xof, Ha aHOMaJsiHa KOpoHapHa apTepus. PUCKOBa oLeHKa
3a SCD e TpyaHa, nopagm nunca Ha AaHHW. AyTONCUOHHMTe ce-
puM NokKasgar, Ye NOBEUETO NaLUEHTV ca Mnaan (<35 roguHu) n
ymMumpaT no Bpeme Ha nnu cKkopo cneq ycunuve. ima gemoHcTpu-
paHa MuoKapaHa ¢ubposa, 3a KOATO ce npeanosnara, Ye pons
MOXe [1a urpae MmokapaHa ncxemus. JIasa KopoHapHa apTepus,
M3n13alla OT NPOTUBOMONOXKHMA (JECHUA) CMHYC € NO-PAfKa, HO
Mo-3/10KayecTBeHa OT JfAcCHaTa KOPOHapHa apTepus OT JieBus
CUHyc. Brcok oTBOp, 0CTManHa cTeHo3a, NofobeH Ha npouen/c
dopma Ha ycTa Ha prnba OTBOP, M3/IM3aHe MOA OCTbP bIbl, UH-
TpamypasieH Xo4 1 HEeroBaTta AbJKNHA, U MHTpaapTepuaneH
X0 Y XVMoMa3nsa Ha NPOKCMManHaTa KOpoHapHa apTepus, ca
CBBP3BaHU C MMOKapAHa UCXeMUA 1 BCUYKU Ca NPeNioXKeHU 3a
puckoeu paktopm,319-322

PuickoBaTa cTpaTndurKaLmsa MoXa Aa BKJIloYBa 1 Bb3pacT (<35
roAuHM), U HUBO Ha HaTOBapBaHe (Hanp. CbCTe3aTeNIHM CNOPTOBeE).
Mima cunHo orpaHnyeHn faHHu, ye XupypruaTta npu 6e3cMmnTom-
HI NMaLMEeHTUN Ha CpefiHa Bb3pacT OCUTypsiBa KakBaTo 1 a e Non3a
3a NPeXNBAEMOCTTa UNn moauduumpa prcka 3a SCD.323:324

4.17.1.3.  ®ucmyna Ha KOpoHApHa apmepus

®OucTyna Ha KOpoHapHa apTepwusa, 6una TA BpoAeHa unv npuao-
6uTa, e HeHOpManHa Bpb3ka Mexy KOpoHapHa apTepura 1 Cbp-
JeyHa Kamepa nnu cbi. Mankute ductynu umat gobpa nporHo-
3a 6e3 neueHne. CpegHu unm ronemm GUCTYNN ca CBbP3aHU C

ObNTOCPOYHN YCNTOXKHEHNA (aHFI/IHa, MnoKapAaeH I/IH(I)apKT, apuTt-
MUK, CbpaedHa HeJOCTaTbYHOCT, N eH,El,OKapp,VIT). Hannuneto Ha
CUMMNTOMU, YCNOXHEHNA U CI/IFHI/I(I)VIKaHTeH LWBHT Ca OCHOBHUTE
NOKa3aHWA 3a NePKYTaHHO NN XNPYPrnyHO 3aTBapAHe.

4.17.2. AnarHoCTU4Ha oueHKa

CCTe npeanovynTaHaTa TeXHMKA 3a OleHKaTa Ha BUCOKOPUCKO-
Ba aHaTOMWA, BKNIOYNUTENHO NPU3HaLUKN, KaTo UHTPaMypaseH Xo4
N aHOManmn Ha OTBOpPa (I‘IO,ElOﬁeH Ha npouen OoTBOpP, N3N1n3aHe
nopa oCTbp bIbA, 0TBOP >1 CM Haj cMHO-TybBynapHaTa Bpb3Ka).

MpenopbKn 3a NnoBegeHne NpU NALMEHTN C AaHOMAJTHU
KOpOHapHM apTepumn

Mpenopbku Knac®  HueoP

HedapmakonornuHa ¢yHKUMOHanHa obpasHa
[MarHocTnKa (Hanp. HyKNeapHO n3cneaBaHe, exo-
kapanorpadusa unum CMR c paboTHa npoba) ce npe- | C
nopbyBa NpU NaLMEHTU C KOPOHAPHW aHOManuu,
3a fla ce NOTBbPAN/M3KIIOUM MUOKAaPAHA NCXEMUA.

AHOManHN KOPOHAPHU apTepum OT Ny/IMOHaNHaTa apTepua
MNpw nauneHTn c ALCAPA ce npenopbyBa onepauus. 1 C

Mpu naumeHtn ¢ ARCAPA n cumnTomu, Kouto ce
ObJKaT Ha aHOMasiHa KOpOHapHa apTepus, ce npe- | C
nopbyBa onepauus.

Onepauua TpAbea Aa ce nma npeasug 3a ARCAPA,
npy 6e3CMMNTOMHM MALMEHTU C KamepHa AWC-
DYHKLMA NN MUOKapAHA NCXeMUA AbiXKalla ce Ha
KOpOHapHa aHOManus.

lla C

AHOMasnHoO N3xoXxaaHe Ha KOpOHapHa apTepus OT aopTaTta

Onepauun ce npenopbea 3a AAOCA npu nauueH-

TN C TUMWYHU CTEHOKAPAHU CMMMTOMU, KOUTO ce

nNpeAcTaBAT C JaHHW 3a NpeAn3BUKaHa Npu ycunne | C
MUWOKapAHa MCXeMu1s B CbBMajallia TepuTopusa unm

BICOKO PUCKOBa aHaToMUsA.C

Onepauua TpsAb6Ba Aa ce uma npeasug npu 6es-
cumnTomHu naumenTy ¢ AAOCA (pscHa unm naga) Ila C
M AaHHW 32 MMOKapAHa ncxemus.

Onepauua TpsAb6Ba Aa ce uma npeasug npu 6es-
cumnToMHn nauymeHTn ¢ AAOCA n nunca Ha gaH-
HW 3a MMOKapAHa NCXeMUA, HO C BUCOKOPMCKOBA
aHaTomuA.C

lla C

Xupyprua moxe fa ce Ma npefBua Npy CUMNTOM-
Hu nauymeHT ¢ AAOCA, popu Aa HAMa foKasaTen-
CTBa 32 MMOKapAHa UCXeMUA NN BUCOKO PUCKOBaA
aHaTomuA.C

11b C

Xupyprua moxke fia ce Ma npefBua npu 6escumn-
TOMHU naymeHTn ¢ AAOCA 6e3 MnokapaHa vcxe-
Mua 1 6e3 BUCOKOPVCKOBA aHAaTOMMA,S KoraTo Te
ce NpencTaBAT B Miafa Bb3pacT (<35 rognHm).

b C

Xupyprua He ce npenopbysa 3a AAORCA npu 6e3-
CUMNTOMHM NauneHTn 6e3 MMoKapaHa ncxemmsa n C
6e3 BMCOKOPUCKOBa aHaToMusl.©

AAOCA = aHOManHO M3XOXAaHe Ha KOpPOHapHa apTepusa OT aopTa;
AAOLCA = aHOManHO U3xoXKaaHe Ha NABa KOPOHapHa apTepus oT aop-
Tata; AAORCA = aHOManHo M3xoxaaHe Ha AACHa KOpOHapHa apTepusa
oT aoptata; ALCAPA = aHOManHa nABa KOpoHapHa apTepusa OT NyaMo-
HanHaTa aptepusa; ARCAPA = aHOManHa AscHa KOpOHapHa apTepus oT
nynmoHanHaTa aptepusa; CMR = cbpae4YHOCHAOB MarHUTEH pe3oHaHC.

@ Knac Ha npenopbKuTe.

b Hugo Ha [lOKa3aTeNncTBEHOCT.

¢ BUCOKOPMCKOBa aHaTOMMA BKOYBA NPU3HALW, KaTO MHTpamypasneH
X0 W OCTUANHN aHOManuu (UenKOBUAEH BXOA, M3NM3aHe Nnoh ocTbp
BrbJl, 0TBOP >1 ¢M Haf CMHO-TybynapHaTa Bpb3Ka).
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OueHkaTta Ha d)l/l3|/|quKaTa cTpec-mHayunpaHa uncxemus,
ype3 m3non3BaHe Ha YyCbBbPLUEHCTBAHU O6pa3HVI metoau, e
KJTIOYDBT 3a B3€MaAHE Ha pelleHune.

4.17.3. Xupypru4Ho neyeHve
Moka3saHuA 3a xupyprus ca obobueHn B Tabnuua lipenopaku 3a
Nnooxo0 Npu hayueHmMu ¢ GHOMAsIHU KOPOHAPHU apmepuu.

5. KauecTBeHU nHAMKaTOpM

O6wara uen Ha ToBa HOBO M3faHvie Ha HacokuTte 3a KiMHWYHA
npaktuka Ha ESC 3a ACHD e ga nognomorHe meguLMHCKUTe cne-
LMANMCTV B eXXeJHEBHATA M NPaKTUKa B M0f13a Ha nauveHTute, B
CnefBaLLa CThIIKa € BaKHO Aa Ce aHanM3vpa afanTypaHeTo v cnas-
BaHeTO Ha Te3u [penopbKu B MPaKTUKaTa, MPOLIEC, KOMTO MOXe Aa
ce npeABuaM C MOMOLLTa Ha NoKasatenu 3a kavecTso (Qls).

Qls ca Habopy OT MEPKU, KOVTO MO3BOJIABAT KOJIMYECTBEHO
onpepensHe Ha NPUAbPKAHETO KbM MPEMNOPBKUTE HA HACOKMTE
1 OCUTYPSBAT MEXAHU3bM 33 U3MEPBAHE Ha Bb3MOXHOCTUTE 3a
nopo6psBaHe Ha CbPAEUHO-CbAOBUTE FPYK 1 pesynTati.3?> Qls
MOKa3BaT BaXKHY Pas3nuku ot [penopbKuTe 3a KNMHMYHATA NpaK-
TrKa. Hanpumep, nocnegHute ca NpernopbKm 3a IPUXKK, KOMTO fa
Ce mpwiarat NPOCNEeKTUBHO KbM OTAENHY nauueHTu, aokato Qls
Ce npuiarat PeTPOCNeKTMBHO KbM rpyna nauyeHTu, 3a fa ce oue-
HU Aanu e 61 NPeoCTaBeH NPOLEC Ha FPYKK Unm He 325

Qls ce n3BNMUAT OT AOKA3aTENCTBA, KOUTO MOTaT Aa e OCb-
LLECTBAT, IHTEPMPETMPAT 1 Aa ce npunarar.>?® Llenta Ha Qls e ga ce
nogo6py KaYeCTBOTO Ha 3[PABHUTE MPVXKU 1 TE CE M3MON3BaT BCe
MO-4YeCTOo OT 3APABHUTE BJIACTY, MPOPECMOHAIHUTE OPraHM3aLmu,
MaTUUTE Ha 34PaBHY FPUXKK, KaKTo 1 OT obLiecTBeHocTTa.327-32°

MpouecsT Ha pa3paboTBaHe u onpefenaHe Ha Qls 3a nop-
xog npu cneuyndryHn ACHD crTyaumm e 3anoyHaT B npoLieca Ha
nucaxe Ha lNpenopbkuTe 1 pesyntatuTe we 6baat ny6nnkysaHu
MO-KbCHO B CMeLuaneH JOKYMEHT.

6. Jluncum B poKasaTencrearta

6.1. OO6wWM acnekTn

6.1.1. OpraHunsauus Ha rpMKNTE N OLEHKA
Ha nauuneHTa

+  BpopeHute cbpaeuHn mandopmaumm NPOM3BOSIHO ce Kna-
cnduumpaT B 1Ie3UN C pasnyHa CNOXHOCT (NeKku, ymepeHo
TEXKN 1, TeXKK; Tabnuya 4). BanngHocTTa Ha Ta3u knacudu-
Kauua 3a KIMHUYHW NOAXOAM U CTpaTUdMKauma Ha pucka
ocTaBa Aia 6bfie NpoyyeHa B ronemu perucTpu.

« Tpabsa pa ce onpenenat MUMHUManHK obemy NaumMeHTy nog,
rpva BbB BCEKM eKcnepTeH LeHTbp no ACHD n Heobxoaun-
MUTE pecypcu Ha NepcoHasna 3a onTManeH pesynTar.

+  Tpabea fa ce onpeaenaT CbOTBETHUTE MEPKM 3a KNMHWYEH U3XO4,
M3BBH CMbPTHOCTTA, 3a Aia CE M3MEPU KaueCTBOTO Ha MpuiKumTe.

+ PonAata Ha HeBPOXOPMOHUTE 3a OLIeHKa Ha TeXKecTTa Ha 3a-
6onABaHeTO 1 BpeMeTO Ha MHTEPBEHLMMTE BCE OLLE He e Ha-
MbJIHO yCTaHOBEHa M TPA6Ba Aa 6bae onpepeneHa.

6.1.2. CobppeyHa HEAOCTAaTbUYHOCT

« Matodumsnonornata/mexaHn3mMbT Ha CbpAeYHa HeloCTaTbu-
HOCT, ocobeHo npu Te3mn cbc cucTemHa RV umpkynauus u
uMpKynauua Ha Fontan, ca HeHanbAHO pa3bpaHu 1 ce HyX-
[aAT OT JOMbJIHUTENTHO MPOYYBaHe, 3a la Ce HaMepPAT No-Jo-
6PV HauMHYK 3a NPOPUNAKTMKA U NleYeHne.

«  WHpaukauunTe 3a npunaraHe Ha CTaHOAPTHO NeyeHue 3a
CbpAeYHa HeAOCTaTbYHOCT, KAKTO B OCTPU, TaKa 1 B XPOHNY-
HW ycnoBus, TpsAbBa Aa 6baat no-gobpe gedrHMpaHu.

« [porHo3aTa 1 xoAbT Ha CbpAeYHaTa HeJOCTaTbYHOCT TPAB-
Ba Aa 6bpaT no-gobpe geduHMpaHu, 3a ga ce nopobpArt
MoKasaHuATa U BPEMETO 3a NOANOMaraLio KaMmepHO yCTpon-
CTBO /TpaHcniaHTayms.

+  Heobxoavmun ca wrpokomalwabHM CbBMECTHU MexAyHa-
POAHM NOTEHUMANHN PErncTpu 3a MeanKameHTo3Ha Tepa-
nua n Tepanus ¢ ycrponctea npu ACHD n e Heobxoauma
nogKpena 3a Cb3AaBaHETO M MPAKTUYECKOTO NpusiaraHe.

6.1.3. Aputmusa

« CneuuwanunsmpaHu TOYKOBM CUCTEMM 3a OLEHKa Ha UHAW-
KaumATa 3a aHTMKOArynaHTHO JieyeHWe B YCNIOBMUATa Ha
NpeacbpAHN apUTMMK Ca HEOOXOAMMU 338 YMEPEHO TEXKKMN
n Texkm BCM.

+ HacouBaHeTo Kbm 6aBHO NpoOBeXAALLM aHATOMUYHN NCTMY-
1 ypes KaTeTbpHa abnaunsa e MHOro epeKTUBHO 3a KOH-
Tpon Ha MoHoMopdHaTta VT npu KopurimpaHa TeTpanorva
Ha Fallot. lann kapTorpadumpaHeTo Ha KaTeTbpa MOXe Aa
JornpviHece 3a VHAWBMAYyanuM3MpaHo cTpaTuduumpaHe Ha
pucka npu naumeHTn 6e3 cnoHTaHHu VTs Npy KopurnpaHa
TeTpanorua Ha Fallot n cBbp3aHuTe ¢ TAX fedeKTn n3ncKBa
JOMbJIHUTENHN N3CNIeBaHMA.

« lMoTeHumanHata 3ary6a Ha ocTbn Ao 6aBHO NpoBeXAaalu
aHaTOMWYHU UCTMYCK Ype3 KaTeTbpHa abnauna cnep rTOF ¢
NMOBTOPHa CMAHA Ha Knana u cBbp3aHuTe gedekTn 6yam 6e3-
nokomncTeo. lann nayneHTute 63 foKymeHTUpaHa VT umat
nonsa oT MpeBaHTMBHa abnauua npeau MM NO Bpeme Ha
NMOBTOPHa CMAHa Ha Knana, TpA6sa fa 6bae npoyyeHo.

+ [lokasaHuaTa 3a nencmnpane n CRT npu naumneHTn ¢ ACHD ce
nonyyaBaT rMaBHO OT Bb3PaCTHU C aHATOMUYHO HOPMasHW
Cbpua C UCXeMMYHa UK AunataTBHA KapAroMuonaTua u
He ca ajanTypaHu KbM pasHOO6pasneTo OT CTPYKTYPHU 1
dyHKumoHanHu cybctpaty npu CHD. M36opbT Ha KaHaMAa-
T 3a CRT, npunoxeHue 3a CRT 1 onTmanHu mecTa 3a nen-
cMelnKkbp 3a pasnnyHuTe CHD cybcTpaTi 3nckBa 4OMbIHU-
TesIHW N3cneaBaHus.

6.1.4. benoppo6Ha apTepunanHa XmnepToHUA

+ Bb3peliictBneto Ha MepukameHTO3HaTa TepanuA Ha PAH
BbPXY NPEXMBAEMOCTTa Ha MauMeHTW CbC CUMHAPOM Ha
Eisenmenger n3unckesa gONbAHUTENHO NPOYyYBaHe.

« PonAaTta Ha npepBapuTenHata KOMOWHWPaHa Tepanua npu
PAH-CHD n3nckBa gonbAHUTENTHO BHUMaHMe.

« HanuueH e orpaHmnyeH onuT 3a NeyeHne C NPOCTALNKINH
npu nauneHtn ¢ PAH-CHD, KoiiTo ce HyxAae OT JONMbHU-
TENHWN N3CneaBaHus.

6.1.5. LunaHOTV4YHM NnaumeHTn

« [on3aTa OT pyTHHa aHTMKOArynauus, B OTCbCTBME Ha KOW-
TO M [la € PUCKOB $aKTOpP, 38 TPOMOOEMOONNYHMN YCIOXKHE-
HWA (T.e. NPeACbPAHU apUTMIK), € MPOTUBOPEUNBA U U3NC-
KBa NO-HaTaTbLUHO NPOoYyYBaHe.

6.2. CneundwnyHun nesuun

6.2.1. LWvbHTOBM Nesun

. KbCHUAT KNUHUYEH n3xopn cnen BaTBapﬂHe C yCTpOVICTBO
ce HyXpaae OT JOMbAHWUTENHO MpoyyBaHe, 0CO6eHO Ha
apuTMnu.
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«  OTpaxeHneTo Ha 3aTBapAHETO Ha LWbHTa BbpPXy AbIro-
CpoyHMA m3xoA npu naumeHTn ¢ PAH octaBa none Ha He-
CUTYPHOCT; HEOBXOAMMO € JOMbAHUTENHO M3CnefBaHe 3a
no-fo6po onpepensAHe Ha NparoBeTe 3a NPenopPbUYNTENHO
neyeHwue.

6.2.2. O6CTPYyKLMA U KOapKTauus
Ha neBOKaMepHWA N3X0oAeH TPaKT

+  OnTMManHoOTO Bpeme 3a MHTEPBEHLUMA NPY aCUMATOMaTHy-
Ha Texkka LVOTO n3unckBa AOMbAHMTENHO NPOYyYBaHe.

« TpaHckaTeTbpHaTa UMMMAHTaLMA Ha aOpPTHA Knana eBorio-
upa 6bp30; ponata n npu ACHD ce Hyxpae oT no-ronsimo
npeunsmpaHe.

«  CobrnacHo lMpenopbkn Ha ESC 2018 ESC 3a noBeaeHme npu
apTepuanHa xuneptonus,'*® geduHmumuTe 3a xunepToHus-
Ta nNpwv naumeHTn ¢ kopurnpaHa CoA ca cbLinTe, KakTo Npu
obLaTa apTepuanHa XMnepToHNa 1 naymeHTUTe TpAbBa a
6baaT nekyBaHV B CbOTBETCTBME C 06LWMTe NPenopbKu: Ao-
KasaTencTBaTa 3a Ta3u cTpaTerusa IMnceaT 1 ca Heobxoarmm
NPOCNeKTUBHN NPOYyYBaHNA.

6.2.3. Aoprtonatum

« OueHkaTa Ha pUCKa 3a aOpTHa AMceKauua 1 onpeaensaHeTo
Ha npara 3a npodunakTuiHa xupyprusa npm HTAD Bb3 ocHO-
Ba eAVHCTBEHO Ha AMameTbpa e cybonTumasnHa 1 n3nckea
no-uHAMBMAYanM3npaH noaxod. [lanv TnsT nofgnexady re-
HeH fedeKT nomMara npu Tasmn cTpatuduKaLmsa N3NCKea olle
npoyyBaHus.

«  CerawHute pexxumm 3a npodunakTU4IHo feveHne npu HTAD
BKJItouBaT 6eTa 6nokepu 1 ARBs. lanun ¢ moHoTepanua unm ¢
KOMOMHaUWA, HUTO eAVH OT TAX He npefnassa OT AOMbHN-
TENHWA pacTex Ha aopTaTa. TbpCeHeTO Ha HOBY U No-Jo6pu
Lenu Ha neyeHneTo TpA6GBa fa NPOABIIKN.

6.2.4. O6CTPYKUMA Ha U3XOAHMNA TPAKT Ha AACHaTa
Kamepa

«  Kputepuute 3a egHomomeHTHa TV KopeKuuA No Bpeme Ha
RVOT xupyprua umar Hy>fa oT yCbBbpLUEHCTBaHe.

+  WpeHTndukaumata Ha nauMeHTU C HWUCKO-TPafMeHTHa
RVOTO, Konto nmar TexKa cTeHo3a 1 6uxa nmanu nonsa or
WHTEePBEHLUA, Ce HyXKAae OT NofobpeHme.

+  Kputepuwnte 3a nugeHTudurKauma Ha naymeHtn c RVOTO, Kow-
To 6Uxa MManu nonsa oT pemHTepBeHUMA 3a ocTaTbyHa PR
M3NCKBAT JOMBJIHUTENHN U3CeABaHNA.

« Ponata Ha EP u3cnepBaHe 3a puckoBa cTpatndukauma 3a
SCD e npoTnBopeumnsa npu nauneHTn ¢ rTOF n ce Hyxpaae ot
AOMbJIHUTENHN N3CNefiBaHnA.

6.2.5. AHomanusa Ha E6waitH

«  WpeHTudurkauymaTta Ha 6e3cMmnToMHM naumeHTy ¢ Ebstein ¢
Texka TR, konTo 6rxa umanu nonsa ot TV xmpyprus, nsnc-
KBa JOMbJIHUTENHO NoaobpeHme.

+  WpeHtTudukaumarta Ha naumeHTn ¢ Ebstein c nosuweH puck
OT KbCHU XMBOTO-3acTpaLlaBalyy apuTMmm Tpsabea Ja 6bae
nogob6peHa.

6.2.6. TerpanorusaHa ®ano

+ OntumanHoTo Bpeme 3a PVRep npu 6e3cMnToMHM nayum-
eHTU CcbC curHudurkaHTHa PR TpAa6Ba gonbiHMTENHO Aa ce
nogo6pw.

+  Heobxoanmm ca gbnrocpounHn npoyusaHua cneg TPVI, 3a aa
6baaT yBenmuyeHn No3HaHMATA 3a TPaMHOCTTa Ha KnamaTa,

nocsieAcTBMATa OT PyNTypa Ha CTeHTa U nosAsaTa Ha eHAo-
KapauT.

+  WpeHTndukaymaTta Ha naumeHTn ¢ rTOF c NoBULLEH PUCK OT
3acTpallaBalyy KbCHUA XUBOT apUTMUK, KOUTO 61xa umanu
nonsa ot nmnnaHtauma Ha ICD KaTo NbpBUYHaA NpeBeHuus,
ce Hy»Jae oT nofobpeHue.

+  EdeKkTbT OT MeanKkameHTO3HO neyeHue Ha RV gunatauma n/vinn
AnchyHKUmMA Npmn naumeHTn ¢ rTOF Tpabea aa 6bae n3AcHeH.

6.2.7. TpaHCNO3MLUA Ha ronemMmnTe apTepun

« [oTeHumanHata nons3a OT MeAMKAMEHTO3HO fleyeHMe Ha
Knacmyecka cbpfeyHa HeloCTaTbUYHOCT U IByKaMepHO neii-
CupaHe Npuv NaumeHTN cbe cuctemHa RV cnep npeacbpaeH
CYMY N3UCKBa AOMBAHUTENTHU NMPOYYBaHUA.

«  Puckoata ctpatndmkauma 3a SCD n nokasaHusTa 3a UM-
nnaHTauma Ha ICD cnep npeAcbpAeH Cymy ce HyXAaAaT oT
npeuunsmpaHe.

- Cnep apTepuaneH cyny npoueaypa, PUCKbT OT Ancekaumns/
pynTypa Ha aHeBPM3MM Ha HEO-aopTEH KOPEeH M3UCKBa A0-
MbJIHUTENHO NPOYyYBaHe 3a NpeuusmpaHe Ha NpenopbKuUTe
3a npodurnakTnyHa XNpyprusa.

+  Heobxonmmo e gbnrocpoyHo npocneassaHe crief apTepuaneH
Cyny, 3a la Ce MPOyYmn PUCKBT OT pa3suTre Ha CAD cnepn penm-
NnaHTaLmMaA Ha KOPOHAPHUTE apTePUN B HEO-aOPTHIIA KOPEH.

6.2.8. BpopeHa KopurvpaHa TpaHCno3nyuA
Ha ronemuTe aptepumn
+  OnpepenaHeTO Ha ONTUMANHO Bpeme 3a noamsaHa Ha TV npu
NnauneHTn C TeXKKa aCuMNToMaTn4vHa TR n3nckBa noBeyve OaHHW.
« [MoTeHumanHaTta nonsa ot NyAMOHaneH 6eHAMHr 3a 3ana3Ba-
He Ha CUCTeéMHa KaMepHa d))/HKLll/IH N3NCKBa AONBAHUTENHO
npoyusaHe.

6.2.9. EpaHokamepHoO cbpue n onepauua Fontan

« PonATta Ha MegMKaMEHTO3HOTO fleueHre, BKIIOUUTENHO be-
noapo6Hu BazogunaTatopu, Npu naumeHTn ¢ Fontan He e
AICHA 1 M3UCKBa JOMbJIHUTESTHO NPOYYBaHe.

«  EdekTbT Ha GpemeHHOCTTa BbPXY ABATOCPOUHUS MaNUMH
u3xof Tpsibea Aa 6bae no-gobpe ycTaHOBEH.

«  OV3MONOrNYHN [EeTEPMUHAHTA Ha ABITOCPOYHUS W3XOA
npwv nauueHTn ¢ Fontan, BKOUMTENHO ponaTa Ha nuMdHaTa
CUCTEMA, U3UCKBA AOMbIHUTESIHM NPOYYBaHMA.

6.2.10. KopoHapHu aHomanun

+  WpeHTndumkauymata Ha BB3PACTHU NaLMEHTU C KOPOHAPHU
aHomanumn (AAOCA, ACAPA), KOMTO ca C MOBULLIEH PUCK OT
SCD, 1 3a KOUTO XMpYyprusaTa ocurypsBsa nonsa B 3psAna Bb3-
pacT, ce HyXAae oT AOMbHUTENHN NPOYYBaHUA.

7. KnouyoBu nocnaHuna

71. 06wy acnekTun

7.1.1. OpraHusauunA Ha rpymKNTe N OLleHKa
Ha nayveHTa

+  Heobxonvmu ca cneumanHu CTpyKTYpHY M OpraHn3aLnoHHN
N3MCKBaHMA 3a nocpelyaHe Ha HykguTe Ha ACHD naumeHTw.

«  MynTumopanHoTo n3obpassfBaHe e OT K/IIUYOBO 3HAYeHue
3a afleKBaTHa OLleHKa Ha LiANoCTHaTa aHaTOMUA U KaMepHa U
KnanHa GyHKUMA, N KOIMYeCTBEHO onpeaeniaHe Ha KpbBHUA
MOTOK, BKJTIOUMTENTHO pa3npefenieHre Ha nepoysnaTa.
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O6eKTrBHaTa paboTHa Npoba e BaXKeH MHCTPYMEHT 3a on-
pepensHe Ha BPEMETO 3a VHTEPBEHLMM 1 PEVHTEPBEHLMMN.
CbpAeyHaTa KaTeTepur3alma ocTaBa Kno4yoBa, no-cneyuan-
HO 3a OL|eHKa Ha XeMoAMHaMuKaTa, ocobeHo PAP 1 cbpoBo-
TO CbNPOTUBIEHNE.

71.2. CobpaevHa He[OCTAaTbUYHOCT

KntoyoBoO neyeHne 3a CbpAeUYHa HeJOCTaTbYHOCT NpY Na-
umeHTn ¢ ACHD ocTaBa npeBeHUMATa 1 Ype3 onTuMmnsayunsa
Ha XeMOAWHaMMKaTa U CbpPAEYHUS pUTBM. TOBa M3NCKBA
CUCTEMHO MpocnegaBaHe B CneymanmsnpaHn LeHTPOBe 3a
ynecHABaHe Ha CBOEBPEeMeHHaTa MHTEPBEHLMA.

Mpw oByKaMepHa LUMPKyaLms, CTaHAAPTHOTO fleYeHne Ha Cbp-
[eyHa HefoCTaTbYHOCT MOXe fa 6bae eKCTpanonMpaHo Kbm
naumenTy ¢ ACHD naumeHTn cbe cuctemHa LV 1 moxe fa 6bae
NPUIOXKEHO NPU MaLMEHTN CbC CUCTeMHa RV, Makap ye ocTaBa
HecUrypHo Janu moraT Aia ce OYaKBaT Mo3HaTuTe Monsu oT fe-
YyeHMeTo Ha oTcnabealata LV. MatodpumsmonornaTa Ha nauneHTn
C NpefcbpaeH Cyny, 1 NO-CreumanHo ¢ eAHOKaMEPHO CbpLie 1
nanvauma Ha Fontan, ce pasnunyaea 3HauUTeNHO OT “NpaBusiHa-
Ta UMpKynauma”, Taka ye CTaHpapTHaTa Tepanva 3a cbpaevHa
HeLOCTaTbYHOCT TPsA6Ba Aa ce Npwnara C NOBULLEHO BHMaHMe.,
MpenopbuBa ce CBOEBPEMEHHO HAaCOUBAHE 1 KOHCYTaLUA CbC
cneymanuct no ACHD n cbpaeyHa HegoCTaTbYyHOCT B LIEHTBP
C TpaHCMaHTaLEeNHHA AeNHOCT 1 ekcnepTmsa 3a ACHD, ocobe-
HO Npu Te3n C ymepeHo TexkKa 1 komnnekcHa CHD.

71.3. Aputmma

Mpy BCMYKKM NaumeHTV TpsAbBa fJa ce HanpaBu OLEHKa Ha
obpaTMa NpuYMHa 3a apuUTMMA 1 32 HOBa UMM OCTaTbUHU
XeMOANHAMUYHUN aHOMaNUN.

Mopabp»aHeTo Ha CMHYCOB PUTHM € LenTa Npu noBevyeTo
naunenTn c ACHD.

3a onTyManeH NoAX0oA KbM XPOHNYHA apUTMUA, HANTOXKUTEN-
HO e HacouBaHe KbM LeHTbP C MyNTUANCUUNANHAPEH KN
N ekcnepTur3a, CBbp3aHa c aputmum npu ACHD.

MauneHTN C DOKYMEHTUPaHW apUTMUM UAN C BUCOK PUCK
OT cneanpouefypHU apuTMUK, 3a KOUTO ce 0BMUCAA NOCT-
npoueaypHa Unun XxmpypruyHa (pe)uHtepseHuus, Tpabea aa
6baaT 06CHXKAAHN B MYyNTUANCLUINAIMHAPEH eKMN C ONUT B
WHTEPBEHLMN U MHBA3VBHO fleYeHre Ha apuTMUN.

7.1.4. bBenoppo6GHa apTepuanHa XMnepToHUA

PAH npwn CHD e nporpecupalya 601ecT ¢ fiolwa NporHo3a.
lpenopbuBa ce BUCOKa CTeneH Ha CbMHeHMe 3a PAH n pe-
[OBHa OLeHKa 3a Hannuue Ha PAH npu naumeHTn C LWbHTOBY
nesuu cnep 3atBapaHe Ha aedexT.

[MpoaKTUBHO neyeHne ce U3nUCKBa NPU BCUYKN NaLUEHTN C
PAH, BkntountenHo Te3n cbc CMHAPOM Ha Eisenmenger.
»Kenn ¢ CHD v noTtBbpaeHa npekanunapHa PH Tpa6bea fga
6bAaT KOHCYNTUPaHU fa He 3abpemeHABaT.

7.1.5. LunaHOTVUYHM NayneHTn

LinaHOTMYHM NaumeHTH ce NpeacTaBAT C MyNTUCUCTEMHO Ha-
pyweHre 1 ca C NOBULIEH PUCK, KAKTO 3a Xemoparus, Taka
1 32 TPOMBOTUYHY YCIIOXKHEHWSA, KOETO NpeAcTaB/sBa Tepa-
neBTUYHa Aunema.

PyTuHHu dnebotomnmn TpabBa Aa ce n3bAreart, Tbil KaTo Te
NOCTaBAT MaUMEHTUTE B PUCK OT »Kens3o-AedpuumnTHa aHe-
MUA 1 UepebpoBacKynapHU YCIOoXHeHWA. TepaneBTUYHA
¢dneboTOMMA € NMoKasaHa caMo MpPU Hanuune Ha ymepeHu/
TEXKN CUMMNTOMW Ha XUMEPBUCKO3NTET.

« UmaHOTMYHMTE MauMeHTM uMmaT MHOro 6anaHcMpaHa, HO
paHMMa, NaTtodM3NoNorMa 1 BCAKa WUHTEPBEHLMA MOCTaBA
nayuneHTa BbB BUCOK PUCK; MO Ta3n NPUYMHA, BCUYKU UHTEP-
BEHUMW TpsA6Ba fa 6bAaT U3BbPLUBAHYM B EKCNEPTEH LIEHTHP
3a ACHD.

+  [podunakTnyHMTE MEpKM Ca OCHOBATA Ha FPUXKTe 3a npe-
[OTBpaTABaHE 1 M36ArBaHe Ha YCIIOXKHEHWS.

7.2. CneunduyHu nesnn

7.2.1. WbHTOBM Ne3un

« PeweHunsTa 3a neyeHve M3NCKBAT BHMMaTENIHA OLEHKA Ha
KaMepHOTO 06eMHO obpemeHsaBaHe 1 6enoapobHaTa uMp-
Kynaums.

+ [Npwn naumeHTN C HeMHBa3MBHW NPU3HaLKM Ha nosuweHo PAP,
e 3afb/KMTeNIHa CbpfleyHaTa KaTeTepmusauma C oueHKa Ha
PVR.

+ [Mpw Hannune Ha PVR =5WU, 3aTtBapsaHe Ha ASD TpabBa fa
ce n3barea. 3ateapaHe Ha VSD n PDA moxe fa ce nma npeg-
BWA CaMO NMpu NoabpaHy NauMeHTU CbC 3HAUMM LWBHT cneq
BHMMaTeNHa nNpeLeHKa B ekcriepTeH ueHTbp no ACHD n PH.

« 3aTBapsiHe C YCTPOWCTBO e NeyeHneTo Ha u3bop, Korato e
TEXHUYECKN Bb3MOXKHO.

7.2.2. OG6CTpYyKUUA Ha U3XOAHMNA TPAKT Ha NiABaTa
Kamepa

d Han-cunHuTte nokasaHusa 3a Xnpyprma octaBat cmmntoMmmTe
n LV pucoyHkuuma.

« PaboTtHa npoba TpabBa fa ce HanpaBy NP NaLUEHTN C TEX-
Ka 06CTpYKL|,VIﬂ, KOWUTO He C'bO6LL|,aBaT 3a cmmMnTomMu, C uen
noTBbpKAaBaHE Ha 6e3cMMNTOMEH cTaTyc.

« [pw BpoaeHa knanHa AS, Tps6Ba fa 6baaT UKJYEHN NpU-
ApyXaBalla aopTHa 6onecT (Annataumsa Ha Bb3xopALlaTa
aopta n/unm CoA).

7.2.3. KoapkTtauusa Ha aopTtaTa

+ [lpaBUNHOTO M3MepBaHe Ha KPbBHOTO HanAraHe (AACHa
pbka, ambynaTopHO) MMa OCHOBHO 3HayeHue nNpu npocne-
AsiBaHeTo Ha naymeHTn c CoA.

+ PeweHneTo 3a (pe)HTEpBEHL A 3aBUCAT OT KPbBHO HansAra-
He, rpagmeHT 1 mopdonorus Ha cTeHo3arta.

«  CTeHTMpaHeTOo e fleyeHne Ha U360p, KOrato € TeXHUYEeCKu
OCbLUEeCTBUMO.

7.2.4. AoprtonaTum

« [lpocnepdAsaHe npes3 Uenna XMBOT Ma OCHOBHO 3HayeHune
npu Bcryky nauymeHTy ¢ HTAD un Tpa6Ba ga BKoYBaT 1M30-
Opa3fBaHe Ha UAnaTa aopTa, KaKTO U OLEHKa Ha KnarnHa v
MMOKapaHa GyHKLMA.

«  AOpPTHUAT gUameTbp, NPV KONTO TPsA6GBa Aa Ce HanpaBwy one-
pauus, 3aBMCK OT MOAJIEXALOTO 3abonABaHe 1 HanMuneTo
Ha prcKoBuM daKkTopw.

7.2.5. OG6CTpyKuMNA Ha U3XOAHUA TPAKT Ha AACHaTA
Kamepa

«  RVOTO moxe pa 6bae HagueHeHa No CKOPOCTTa Ha KPbBO-
TOKa npe3 o6CTpyKLUMATa, 0COBEHO KOraTo CTECHEHWETO €
Ha OAB/rO NPOTEXEHUE MM e HaluLe eTaXkuMpaHa CTeHO3a
(Hanp. noaknanHa v KnanHa). Mo Ta3u npuumHa e Heobxo-
AVIMa KpbCTocaHa npoBepKa ¢ RV HanAraHe, npeueHeHo no
ckopocTTa Ha TR.
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KaTeTbpHa MHTEpPBEHLMA € flIeYeHneTo Ha n3bop npu naum-
€HTV C He-aucnacTMyHa KnanHa PS (6anoHHa Bansynonna-
cTuKa) 1 c nepudepHa PS (UecTo c UMNNaHTaUMA Ha CTEHT).
lMoKa3aHMeTO 3a WHTEPBEHLMA € MO-OrpaHNYeHo, KOorato
MMa HyXAaa OT NogMAHa Ha Knana, nopagn SbarocpoyHmTe
BbH3MOXXHOCTU 3@ YCNTOXKHEHNA U U3NCKBAHUA 3a PeuHTep-
BEHLMA.

7.2.6. AHomanusa Ha E6wainH

Onpe,u,enﬂHeTo Ha MOMEHTa 3a XNpyprma octaBa npeams-
BMKATENCTBO, Tbl KaToO Taswu onepauuna Tpﬂ6Ba fa 6bae
HanpaBeHa CamMoO OT XMUpyp3n CbC cneu,md:mqua onnT npn
Tasn ne3na.

KnanHa KopeKkumna € npegnovntaHaTta TeXHUKa, BUHaArn Ko-
raTo € Bb3MOXHO.

7.2.7. Tetpanorua Ha ®ano

3HaunmmTe PR u/unn RVOTO, RV n LV gncdyHKums, n aput-
MU Ca YeCTU OBATOCPOYHY YCIIOKHEHMS.

Bb3MOXKHM pUCKOBM GaKTopK, CBbP3aHM C BCAKAKBa Ka-
MepHa aputmuna n SCD npu TOF ca BpemeTpaeHe Ha QRS
>180 ms, LV cuctonHa unu gnactonHa aucdyHkums, RV auc-
dyHKUMA, MHayumpyema VT npy nporpamupaHa enexktpuye-
CKa CTUMYnauusa, 1 aHamHe3a 3a npeAcbpaHa apuTMus.
ONTUManHOTO Bpeme 3a MHTEPBEHUMA NpU 6e3cMMNTOMHa
Texxka PR octaBa npepu3BukatenHo. HopmanusupaHeTo
Ha RV pa3mep cTaBa mManko BEpOATHO, KOFraTO UHAEKCHT Ha
KpanHua anactoneH o6em Haaxebpns 160 mL/m?, Ho Ta3u
rpaHuLa 3a UHTEPBEHLMA MOXe [la He Kopennpa € KIMHUYHa
nonsa.

TPVI e cTaHana neyeHune Ha n3bop 3a RVOT penHTepBeHuUMs,
KOraTo e aHaTOMUYHO Bb3MOXHa.

7.2.8. TpaHcno3vLWA Ha roneMuTe apTepuv

CncTemMHa KamepHa HepoCTaTbYHOCT, BTOPMYHA CMCTEMHA
AV KnamHa peryprutauyus, aputMua 1M CTeHo3a u/unm Tey
(leak) Ha HeonpeAcbpAMATa Ca YECTW ABATOCPOYHM YCII0XK-
HeHus, KouTo TpAbBa Aa 6bAAT agpecnpaHn cnea Npeacbp-
[eH Ccyny onepauus.

M3xoabT No oTHOLWeHWe Ha 60necTHOCT ce Noao6py 3HaUU-
TEe/HO C BbBEX/JaHEeTO Ha onepaumnaATa apTepuaneH cyud. [in-
natauuATa Ha HE0AOPTHNA KOPEH C nnn 6e3 CUrHUPKKaHTHa
peryprutaumna Ha Heo-aopTHaTa Kfana, CyrnpasaJiBynapHara
PS, n cTeHO3a Ha KNoH Ha 6enoapobHaTa apTepurs No Bpeme
Ha paHHO [JeTCTBO, HO MOXe [la Ce HY>KAAAT OT PeNHTepPBEeH-
LMA B 3pAna Bb3pacT.

HoBonosasuna ce LV cuctonHa anchyHKLMA n/mnm aputmmnm
cnep apTepuvaneH Cyny M3MCKBaT MbJiHA OLEHKa, BKOYM-

TENHO U3KJI0YBaHE Ha OCTUaNHA/NPOKCUMMasiHa CTeHO3a Ha
penMnnaHTUpPaHNTe KOPOHAPHU apTepun.

YBpepa Ha koHpgtouTta RV-PA (cTeHo3a, peryprutauus, unm
1 aBete) e NpeobsafaBalloTo AbJIFOCPOYHO YC/IOKHEHNE,
HyX[JaelWwo ce OT peunHTepBEeHUMA cnef ornepauusaTa Ha
Rastelli.

7.2.9. BpopgeHa KopurvpaHa TpaHCNo3nyuA

Ha rosfemuTe aptepun

HepocTtaTbuHOCT Ha cuctemHa RV, peryprutauus Ha cuctem-
HaTa AV knana, AV 650K, 1 NpeAcbpaHa apuTMnUA Ca YecTmn
KBbCHU YCNOXKHEHNA.

PeryprutaumaTta Ha cuctemHata AV Knana e BaXkeH fBura-
Tes Ha KbCHUA pe3ynTaT 1, KoraTo e TexKa, TpAbBa fa un ce
o6bpHe BHMMaHVe npean cnctemHata RV dyHKuua pa 6vae
HapyLleHa.

7.2.10. EaHoKamepHoO cbpue n onepauunsa Ha Fontan

Makap uye KauecTBOTO Ha KMBOTa e fobpe CbxpaHeHO npu
MHOro nauueHTu ¢ Fontan, Bcuukute ce HyaanaT OT UHTEH-
3MBHO NpocneasaBaHe B ekcnepTeH LeHTbp no ACHD u ca ¢
MOBULLIEH PUCK OT Pa3BrBaHe Ha MHOMXECTBO TEXKMN YCNOX-
HeHuA, BKIOUNTENTHO apuUTMUSA, CbpeyYHa He[oCTaTbYHOCT,
yepHoapobHa 6onecT u NpoTenH-rybeLla eHTeponaTus.
Hucko HanAraHe B nynMoHanHaTta apTepus e 3agbJiXXUTENTHO
3a fobpo PpyHKUMOHMpPaHe Ha Fontan uMpKynauma v ce npe-
nopbyBa Mpar 3a MHBa3MBHa XeMOAMHAMMYHA OLEeHKa, KO-
raTto ce nogosvpa AMCHYHKLUSA, NN HACTBNAT YCNOXKHEHNA.
ApUTMUKTE CE MOHACAT JIOLLO U N3NCKBAT He3abaBHO AeCTBIE.
BpemMeHHOCT e Bb3MOXHa Npu Nog6paHmu naumeHTn ¢ gobpe
dyHKUMoHupala Fontan uMpKynauus, HoO Ma BUCOK pPUCK
OT CMOHTaHeH abopT N 6peMeHHOCTTa TPsI6Ba a Ce KOHTPO-
nvpa B ekcnepTeH ueHTbp no ACHD.

HabniopgeHneTo 3a YepHOAPOOHN NPOBNEMU € 3a4bIKNTEN-
HO NpuY BCMYKM naumeHTn ¢ Fontan.

7.2.11. KopoHapHu aHomanuun

CCT e npegnoymnTaHaTta TeXHMKa 3a OLleHKaTa Ha BUCOKOPUC-
KOBa aHaTOMWUA, BKJIIOUNTENHO NPU3HaLM, KaTo NHTpamMypa-
JIeH Xo[ 1 aHOManuu Ha BxoAaa (LenkoBMAEH OTBOP, U3NN-
3aHe Mof OCTbP brbJj, BXof >1 ¢cm Hag CUHO-TyOynapHaTta
BPb3Ka).

OueHKaTa Ha cTpec-MHAyLmMpaHa NcxeMmsa Yypes HanpeaHa-
1M 06pasHM MeToam ¢ GU3NYECKM CTPEC e KoY KbM B3eMa-
He Ha peLueHue.

Mpw NauneHTN ¢ KOPOHapHY GUCTYN, HAIMYMETO Ha CUMM-
TOMU, YCIIOXKHEHUS U CUTHUPMKAHTEH LWBHT Ca OCHOBHUTE
MHAMKAUUK 3@ NePKYTaHHO WU XUPYPTrYHO 3aTBapsaHe.

8. [MocnaHusa ,KakBo fa npaBuM” 1 ,KaKBoO ia He NpaBuM” OT NpenopbKNUTe

b

LuarHosa Knac? Huso
JleueHne Ha apuTMUM NpY Bb3PacTHU C BpoAEeHa cbpaeyHa mandopmauua

Mpu NaumeHTN c ymepeHo Texcn 1 ¢ ronama cnoxHoct CHD (Table 4) n BOKYMeHTVpaHa apuTMUA, € NMOKa3aHO HAaCOUYBAHE KbM LIEHTBP | c
C MyNTUANCLUUNIINHAPEH eKnN 1 ekcnepTr3a npu Bb3pacTHy ¢ ACHD a cBbp3aHa ¢ ACHD aputmua.

Mpw nauneHTn ¢ CHD ¢ AOKYMEHTMPaHV apUTMUM UM BUCOK PUCK OT ClieAnpoLeaypH/ aputmmnn (Hanp. 3atBapsaHe Ha ASD B no-KbcHa

Bb3PacT), NPeLieHeH 3a NepKyTaHHW NN XUPYPTUYHY (Pe)MHTePBEHL MK, € NOKa3aHO HacoUBaHE KbM LIEHTbP C MyNTUANCLUNANHaPEH | C
€K/N 1 eKcnepTn3a 3a TakmBa MHTEPBEHLMW U MHBA3VBHO JIEYEHVE Ha apUTMUN.

Mpwn nekn CHD ce npenopbyBa KaTeTbpHa abnauua Haj AbIrocpoyHa MeAnKaMeHTo3Ha Tepanua npu pekypeHTHa SVT (AVNRT, AVRT, | C

AT, n |ART), nnu ako SVT e noTeHumanHo cebp3aHa c SCD (Table 7).

Mpodwvnxasa
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MpodwxeHue

KaTeTbpHa abnauus e nokasaHa Kato fjobaBeHa Tepanua Kbm ICDs npu naumneHT, KOUTO ce NPeACTaBAT C peLmanBMupalla MOHOMOopdHa
VT, HenpeKkbcHata VT nnm enekTpuryecka 6ypa HeoBnagAaemm ¢ mefmkameHTo3Ha Tepanusa unm ICD penporpamupate.

MmnnaHTauma Ha ICD e nokasaHa npu Bb3pactiu ¢ CHD, KouTo ca NpexuBeny NpeKbcHaT CbpAeyeH apecT, nopaav VF uny xemoamHa-
MWUYHO HemoHocyMa VT crief OLeHKa 3a onpeaensHe Ha MPUYMHaTa 3a CbOUTUETO 1 U3KIIOUYBAHE HAa 06PATUMU MPUUMHW.

MmnnaHTauma Ha ICD e nokasaHa npu Bb3pacTHu ¢ CHD n npogbmkutenHa VT cnep xeMoagnHaMMWyHa OLEHKA U KOpPeKUWA, KoraTo e
nokasaHa. Heobxofvma e EP oLieHKa 3a nieHTuoMKaLMa Ha MaLumeHTH, Mpu KOUTO KaTeTbpHa abnauusa nnm xmpypriuyHa abnayms morat
na 6baaT 6naronpuATHY KaTo AOGABEHO NeUEHNE UK NPY KOMTO TO MOXKe fja NPEAIOKM pasyMHa anTepHaTrBa.

JleueHne Ha NnynMOHanHa apTepuajnHa XunNnepToHNA CBbp3aHa C BpoAeHa CbpAevHa mandopmaumna
MpenopbuBa ce naumeHTn ¢ CHD 1 noTBbpAaeHa PH ga 6baat KOHCyNTUpaHmu cpelly 3abpemeHsBaHe.
MNpenopbuBa ce oLeHKa Ha pucka Npu Bcuukm nauneHTn ¢ PAH-CHD

I'Ip|/| HUCKO- 1N CPeAHO-PUCKOBU NAaLNEHTU C KOPUTUPAHU NMPOCTU NNE3NN N NpeKanuiapHa PH ce npenopb4yBa HayasjiHa nepopasiHa KOM-
6I/IHI/IpaHa Tepanma Unn cekBeHumanHa KOMGI/IHI/IpaHa TepanuAa, a BUCOKOPUCKOBU NMauyneHTn TpﬂﬁBa Aa 61>,an NeKyBaHW C HayallHa
KOM6VIHVIpaHa Tepanua, BKJIl0YBallla NpocTeHoOnan.

DedeKT Ha MexxaynpeacbpAHaTa nperpaaa (BpoAeH U ocTaTb4eH)

Mpwv naumeHTn c gokasartencrea 3a RV 06emHo o6pemeHsBaHe 1 6e3 PAH (HMKaKkB/ HeMHBA3WBHM NPU3HaLW 3a noBuwaBaHe Ha PAP unu
MHBa3MBHO NOTBbPXAaBaHe Ha PVR <3 WU B cniyyaii Ha TakvmBa npu3sHaLw) nnv 3abosnisBaHe Ha 1ISBOTO CbpLie, Ce MPeNopbyBa 3aTBapsa-
He Ha ASD, He3aBMCUMO OT cMNTOMaTMKaTa.

KaTo meTop Ha |/|360p ce npenopbyBa yCTp0I7ICTBO 3a 3aTBapAHe Ha CeKyHayMm ASD, KoraTo e TeXHU4YeCKN Bb3MOXHO.

I'Ipm MO-Bb3PaCTHN NaUMNEHTU, HENOAXOAALLN 3a 3aTBapAHE C yCTpOPICTBO, ce npenopbyBa BHMMaATENIHA OLleHKa Ha TeXeCTTa Ha pUCKa
CNpPAMO NoTeHUManHaTa Non3a oT 3aTBapAHe Ha ASD.

Mpu NaureHTN C HeMHBa3MBHY NPW3HaLW Ha MOoKauBaHe Ha PAP e 3afbmXnTeNHO MHBa3UBHO n3MepBaHe Ha PVR.

Mpwv naumeHTN c 6onecT Ha NABOTO CbpLEe Ce MPenopbYBa Aa Ce U3BBPLUN TECTBAHE C 6aNloHHA OKy3UsA Y BHUMATENTHO U3MepBaHe Ha
non3arta oT eflMUHMpPaHe Ha L-R WHHT cnpAMo NoTeHUManHOToO HeraTMBHO Bb3AencTare Npu 3aTBapaHe Ha ASD BbpXy KNVHUYHWSA U3-
X0A, NOpaAu NOBKLLIABAHETO Ha HaNIAraHeTo Ha MbJIHEHE (a ce B3emaT NpeABuA N3BbPLUBaHe Ha 3aTBapsAHe, peHeCcTprnpaHo 3aTBapsiHe
1 He3aTBapsHe).

3aTtBapsHe Ha ASD He ce npenopbyBa Npu nauneHTn c dusmonorus Ha Eisenmenger, nauvenTn ¢ PAH n PVR =5 WU, BbnpeKkun TapretHo
neueHvie Ha PAH unu gecatypaums npu GU3nyecko HaToBapBaHe.

DedeKT Ha MeXxAyKaMmepHaTa nperpaga (HaTUBEH 1 OCTaTb4eH)

Mpy naumeHTn ¢ paHHM 3a LV obemHo obpemeHsaBaHe 1 nunca Ha PAH (nvnca Ha HeMHBa3VWBHM NPU3HaLW 3a nokauBaHe Ha PAP unu
MHBa3MBHO NoTBbpKAeHMe Ha PVR <3WU B cnyuaii Ha TakvBa npusHaum), TpabBa Aa ce B3eme npefBua 3aTBapsaHe Ha VSD.

3aTBapsHe Ha VSD He ce npenopbyBa Npu nauneHTn ¢ prsnonorus Ha Eisenmenger n naunenTun ¢ Texxka PAH (PVR =5 WU), npeacrass-
LK ce ¢ fecaTypauma npu GUsnyecko HaToBapBaHe.

ATpnoBeHTpUKynapeH centaneH fepekT (HaTUBEH U OCTaTb4eH)

He ce npenopbuBa xnpypruyHa KopeKkuua npu nauueHTy ¢ pusmonorua Ha Eisenmenger v naumenTn ¢ PAH (PVR =5 WU), npeacTtasawym
ce c flecaTypauna no Bpeme Ha HaToBapBaHe.

XupypruyHo 3atBapsAHe ce NpenopbyYBa NPK NaLMEHTN CbC 3HAYMMO 06eMHO obpemMeHsaBaHe Ha RV 1 TpabBa aa 6bae HanpaBeHo OT Xu-
pypr no BpoAeHN CbpAeyHY 3a60nABaHNA.

KnanHa xupyprus, 3a npeanoynTaHe Kopekuua Ha AV Knana, ce npenopbyBa Npu CUMNTOMHU NaLMEeHTN C yMepeHa 0 TexKa AV KnarnHa
perypruTauus u Tpabsa Aa 6bAe U3BbpPLLEHa OT CbPAEUYEH XMPYPT N0 BPOAEHMW 3a60N1ABaHNA.

Mpun 6€3cMMNTOMHM NaLMEHTU C TEXKa NeBOCTPaHHa AV KnanHa peryprutauus, KnamnHa xvpyprua ce npenopbysa npv LVESD =45 mm
n/wnu LVEF <60%, npu ycnoBure Ye ca U3KYeHn apyri npuunHm 3a LV guchyHkuyms.

MepcucTupauw aprepuaneH KaHan

Mpwv nauneHTy € faHHK 3a LV o6emHo obpemeHABaHe v nunca Ha PAH (HAMa HenHBa3WBHM NPU3HALM Ha NoKauyBaHe Ha PAP unu nxsa-
31BHO nNoTBbpxAeHue 3a PVR <3 WU) ce npenopbuBa 3aTBapAHe Ha PDA, He3aBMCUMO OT HaJIM4YnMeTo Ha CUMMTOMM.

3aTBapﬂHe C yCTpOPICTBO ce npenopbyBa KaTo METO Ha VI360p, KOraTto € TeXHU4eCkn oCbLeCcTBUMO.

3atBapsHe Ha PDA He ce npenopbyBa Npu naumeHTn ¢ usmonorua Ha Eisenmenger n nauneHTV fecaTypauma Ha Kpakata npu HaTo-
BapBaHe.

KnanHa aopTHa cTeHO3a
Mpy cUMNTOMHU NaLMeHTN C TeXKKa AS ¢ BUCOK rpaaneHT (cpefeH rpagnerTt 240 mmHQg) ce npenopbyBa MHTEPBEHLUA.

MHTepBEHLUMA e noKas3aHa Npv CUMNTOMHMW MAaLMEHTU C TexKa AS C HUCHK KPbBOTOK (A€OUT), HUCBK FpaaneHT (CpefeH rpagueHT
<40 mmHg) c HamaneHa EF 1 gaHHM 3a pe3epB Ha KPbBOTOKA (KOHTPAKTUIEH pe3epB) N3KITIoUBaLL MCEBAO-TEXKA AS.

C
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MNHTepBeHUWMsA e noka3aHa Npu 6€3cMMNTOMHY NaLneHT € TexKa AS 1 aBHOPMeH TecT C HaTOBapBaHe, MOKa3Ball CUMNTOMY NPU HaTo-
BapBaHe ACHO CBbp3aHu C AS.

NHTepBeHUMA e noka3aHa npu 6e3cMMNTOMHY NauneHTu ¢ Texxka AS 1 cuctonHa LV ancdyHkuma (LVEF <50%), KOATO He ce Abmku Ha
Apyra npuynHa.

Xupyprus ce npenopbyBa, KOraTo NaLUMeHTM € TexKa AS ca MoAN0oXKeHN Ha XMPYPrua Ha Bb3xXoAsAllaTta aopTa Uiy Ha Apyra Knana, unm
Ha CABG.

HapknanHa aopTHa cTeHo3a
Mpwv NaymeHTn cbc CUMNTOMM (CMIOHTaHHW UK NPU paboTeH TecT) 1 cpefeH flonnepos rpagmeHT 240 mmHg ce npenopbyBa XMpyprua.

Mpu naumeHTn cbe cpepeH Jonnepos rpagmeHT <40 mmHg xnpyprua ce npenopbyBa, KOraTo ca Hanuvue eaHa Uiy noBeye oT cnefHnTe
HaxoaKu:

+ CMNTOMM, KOMTO MOra Aa 6bAaT OTAALAEHM Ha OOCTPYKLMA (3aAyX NP YCUNNE, aHTHA, CUHKON).

+ LV cuctonna puchyHkuuma (EF <50% 6e3 fpyro obAacHeHue).

+ Heobxognmo xupypruuHo neyeHue npu curindrikaitHa CAD unu KnanHa 6onecr.

NoaknanHa AOpTHa CTeHo3a

Mpu NaumMeHTN Cbc CUMNTOMM (CMOHTaHHW MW NPU PaboTeH TecT), CbC cpefeH flonnep rpagneHT =40 mmHg nnu Texka AR ce npeno-
pbyBa XMpyprua.

KoapKTauus n pekoapKTauus Ha aopTaTta

KopeKuusa Ha KoapKTauua nnm pe-koapKTauusa (XMpypruyHa uim MHTEpBEHUMOHANHa) e mokasaHa Npu X1MnepToHWYHU NaLMeHTI ¢ No-
BULIEH HEVWHBA3VIBEH FPAAMNEHT MeXAy FrOPHUTE 1 AONIHW KpaiHWLM, MOTBbPAEH C MHBA3VBHW U3MepBaHuA (rpagneHT peak-to-peak
>20 mmHg) ¢ npegnoynTaHme 3a TpaHCKaTETBPHO NeyeHne (CTEHTUPAHE), ako e TeXHNYECKM Bb3MOXKHO.

AopTHa Xupyprusa npm aopronartumu

KopekumsaTa Ha aopTHaTa K/lana Ypes U3nos3BaHe Ha PEUMIIAHTaUMATA WU PEMOAENMPAHETO C TEXHMKATa Ha a0PTHA aHyIoMIacT1Ka
ce NpenopbYBa NPY MAAAN NALMEHTY CbC CMHAPOM Ha Marfan nnu cebpsanute HTAD ¢ gunatauus Ha @QOPTHYWS KOPEH 1 TPUKYCNUAHA
QOPTHM KIanu, KOraTo ca U3BbPLUIEHN OT OMUTHY XUPYP3U.

Xupyprus e nokasaHa npu nauMeHT cbC cMHApPoMa Ha MapdaH, KOUTO MMaT 60NecT Ha aOPTHUA KOPEH C MaKCMMaeH AnameTbp Ha
A0PTHUA CUHYC =50 mm.

O6CTPYKUUA Ha leCHOKAMEPHUA N3XOAEeH TPaKT
Mpu knanHa PS, 6anoHHata BanBynonnacTMka e MHTEPBEHLMATA Ha N360p, ako € aHaTOMUYHO NOAXoAALLa.

Mpwu ycnosue Ye He e HeobxoAVMa HVKaKBa KlarnHa NogmaAHa, ma nokasaHua 3a RVOTO uHTepBeHLMA Ha BCAKO HUBO, HE3aBUCUMO OT
CUMNTOMMTE, KOraTo CTeHO3aTa e TexKa (MMKOBUAT rpaaneHT no [lonniep e >64 mmHg).

Ako XUPYPrnMYHOTO K/lanHo npoTe3vpaHe € eqUHCTBEHUAT BapUaHT, TO € NOKa3aHOo Npu nauneHTn C TeXKa CTeHO3a, KOUTO Ca CUMMNTOMHMW.

AKO XVIPYPrMYHOTO KNamHO NpoTe3vpaHe € efUHCTBEHWUAT BapMaHT NPV NaLMeHTN C TeXKa CTEHO3a, KOUTO ca 6e3CMMNTOMHMU, TO e
NOKa3aHo NMpu Hannumne Ha e4HO UM NoBeYe OT CefHNTe:

+ O6eKTNBHO HaManABaHe Ha GpU3NYECKNA KanaumTeT.

+ HamansBaHe Ha RV ¢yHKLMA n/mnu nporpecua Ha TR Haii-Manko Ao yMepeHa CTeneH.

+ RVSP >80 mmHg.

+ R-L wbHTMpaHe npes ASD unn VSD.

AHomanus Ha Ebstein
XupypruyHa Kopekums ce npenopbyBa Npu NaLmMeHTy ¢ TexKa TR 1 cuMnNToMmn Ha 06eKTVBHO BiOLIAaBaHe Ha PabOTHWSA KanauuTeT.

MpenopbyBa ce XMpypruyHaTa KopeKuua Aa 6bae U3BbpLUEHa OT XMPYPT NO BPOAEHU CbpAeYHM MandopMaLnm Cbe cneundryeH onut
no Ebstein xupyprus.

AKo nMa nokasaHuA 3a TV xupyprus, npenopbysa ce 3atBapaHe Ha ASD/PFO no Bpeme Ha KnanHaTta KOpeKL/A, ako 3a TOBa Ce OYaKBa
fa 6bJie XeMOANHAMNYHO MOHOCUMO.

I'Ip|/| naunMeHTn CbC CUMNTOMHA apUTMKUA NN NpeekcunTauma B EKT, ce npenopbyBa eneKTpo¢|/|3|/|onor|/|qu nscnenBaHe nocneaBaHo
oT aGJ'IaLlVIOHHa Tepanusa, ako € Bb3MOXHO, NN XUPYPTrnYHO nevyeHne B cnyqaﬁ Ha NiaHMpaHa CbpAeyHa Xnpyprua.

Cnep KopeKuusa Ha TeTpanorua Ha Fallot
PVRep ce B3ema npefBna npy CUMATOMHU NauneHTu ¢ Texka PR n/unun Han-manko ymepera RVOTO.

Mpyv nauveHTy C NMNCBaLY HATMBEH M3XOAEH TPAKT, TPA6BA Aa Ce Npefnoyete KateTbpHa MHTepBeHunaA (TPVI), ako e aHaTOMWUYHO OCb-
LecTemma.

TpaHCI‘I03IIII.I,IIIﬂ HarosiemunTe apTepun cnen atpuaneH cyny onepauva

Mpu cumnmomamuyHu NaymeHTy C 06CTPYKLMA Ha 6enofpPo6HOTO BEHO3HO NMPEACHPAME, Ce MPEMNOPBUBA XMPYPriiHa Kopekuua (paa-
KO € Bb3MOXHa KaTeTbpHa MHTEPBEHLUA).

| C
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Mpy cuMnmomamuyHU NaLmeHTN CbC CTEHO3a Ha NPerpajaTa, HeKopUrrpyema c KaTeTbpHa HTEPBEHLS, Ce NMPENopbUBa XMPYPTrYHA KOPEKLMA. 1 C
Mpu cumnmomamuyHu NauMeHTN C NponycKaHe (MUK) Ha NperpaaaTa, HeKopUrnpyema Ypes TPaHCKaTeTbPHO 3aTBapAHe, ce Mpenopby- I C
Ba XVPYPruuHa KOpeKuus.

BenanHr Ha PA npu Bb3pacTHW, KakTo 1 MOAroToBKa Ha LV c nocneagaly aptepuanHa cyny npoleaypa, He ce npenopbyBsart. m C
Mpu cumnmomamuyHu NaUMEHTH CbC CTEHO3a Ha MPerpagaTta, NPenopbKaTa e 3a CTEHTUPAHE, KOraTo e TEXHUYECKN Bb3MOXKHO. 1 C

Mpu cumnmomamuy4Hu NauMeHTN C NponyckaHe (IMK) Ha NperpajaTa 1 LiaHo3a B MOKOW UNN MO BpeMe Ha HaToBapBaHe, Ui CbC -
HO CbMHEHMe 3a NapafiokcaneH embo13bM, NpenopbKaTa € 3a CTEHTUPaHE (C NOKPUT CTEHT) UM 3aTBapsAHe C YCTPOWCTBO, KOraTo ca | C
TEXHUYECKN OCHLIECTBUMM.

Mp1 CUMNTOMHM NaLMEHTY C NPoNycKaHe (1K) Ha NperpaAaTa U CUMNTOMU AbXKaluy ce Ha L-R WbHT, npenopbKarta e 3a cTeHTMpaHe (¢

NOKPWT CTEHT) UM 3aTBAPSIHE C YCTPOMCTBO, KOraTo Ca TEXHUYECKM OCBLLECTBUMMU. J <
TpaHcno3nLUWA Ha rolemMnTe apTepun cnef apTepuaneH cyy onepauusa

CTeHTVpaHe unu Xnpyprus (B 3aBUCMMOCT OT CybCTpaTa) ce NpenopbyBa NPY KOPOHapHa apTepuanHa CTeHo3a NPUYMHABALLA NCXEMUA. 1 C
BpopeHa KopurnpaHa TpaHCNO3MLUA Ha ronemMuTe aptTepumn

Mpy cumnmomamuyHu naumeHTV c Texka TR 1 3anaseHa unwv neko HapylueHa cuctemHa RV cuctonHa yHKumaA (EF >40%), e nokasaHa cMAHa Ha TV. | C
KoHplouTn aAcHa Kamepa - 6enogpo6Ha apTepusa

CumnmomamuyHu naumeHTn ¢ RVSP >60 mmHg (Mmoxe fia 6bae No-HUCHK B Clyyail Ha HamaneH Aebut) u/wnwv Texka PR Tpa6sa aa 6baat | c

MOAJIOXKEHMN HAa MHTEPBEHLMA C MPEMNOYNTaHUE KbM KaTeTbpHa nHTepBeHuus (TPVI), ako e aHaTOMUYHO OCbLyecTBMMA.
EnHOKaMepHoO cbpue

I'Ipenopqua Ce Bb3pacCTHN C HEONMEPUPAH NN NAaNNAaTUBHO ONnepupaHn UVHs na 6'b,E|aT nogjiaraHn Ha BHMMaTeJIHa OL€HKa B cneyna-
JIN3NPaHN LUeHTPOBE, BKIIIOYUTENHO MyNTUMOLANTHO o6pa3Ho n3cneaBaHe, KakTo U MHBa3MBHa ANarHOCTUKa, 3a fla ce peln, fann 1e | C
61xa MManu nonsa ot XUPYPrnyHU N NHTepBeHUMOHaNHW npouenypw.

Cnep onepaumsa Ha Fontan

MpoabxnTenHa NpeacbphHa aputMua ¢ 6bp30 AV nNposexaaHe e MeAMLIMHCKa CNeLWHOCT, U TpA6Ba Aa 6bae nekyBaHa He3abaBHO

| C
ypes efleKTpuyecka Kapamosepsus.
AHTUMKOAarynauma e nokasaHa npu Hanvyme UNK NpyY aHamHe3a 3a NPeACcbPAEH TPOMO, MPeACbPAHN aPUTMUN NN TPOMBOEMOONNYH | c
cvouTuA.
MpenopbuBa ce eHu ¢ uMpKynauma Ha Fontan 1 KoeTo 1 Aa e ycnoxHeHue fja 6baaTt cbBETBaHU Aa He 3abpemeHABaT. | C
CbppeyHa KateTepmsalmna ce mpenopbyBa C HUCHK Npar B ClyYan ¢ HeOBACHUM efieMm, BoLWwaBaHe Ha paboTHUA KanaumTeT, HOBONoA- | C
BUJIa C€ apUTMKA, LinaHO3a 1 KpbBOXPaK.
AHOManHn KOpoHapHM apTepun
HedapmakonornyHa ¢pyHKLUMOHanHa obpasHa AvarHocTMKa (Hanp. HykneapHo mnscnepsaHe, exokapauorpadua unn CMR c paboTHa | C
npob6a) ce npenopbyBa NPU NaLUEHTHN C KOPOHAPHM aHOMaMK, 3a fia Ce NMOTBbPAU/U3KIOUN MUOKapAHa NCXEMUA.
AHOManHo n3xoxgaHe Ha KOpOHapHN apTepun OT Ny/IMOHaNnHaTa apTepus
Mpwu naunenTn c ALCAPA ce npenopbyBa onepaums. 1 C
Mpw naunenT c ARCAPA 1 cumnToMu, KOUTO Ce Ab/KaT Ha aHOMaJIHa KOPOHapHa apTepus, ce NpenopbyBa onepauums. | C
AHOManHo nsxoXxpaHe Ha KOpOHapHaTa apTepusa oT aopTaTa
Onepauua ce npenopbysa 3a AAOCA npuv NauneHTn C TMNUYHU CTEHOKapAHU CUMATOMU, KOUTO ce MPeACTaBAT C JaHHY 3a NpeAn3BUKa- | C
Ha OT ycusive MMOoKapAHa MCXeMUA B CbBMNajalla TepUTopua Nin BUCOKO PUCKOBa aHaTOMMA
Xupyprus He ce npenopbusa 3a AAORCA npu 6€3cMMNTOMHM NaumeHT 6e3 MroKapaHa ncxemmna 1 6e3 BUCOKOPYICKOBaA aHaTOMUA. m C

AAOCA = aHOManHo N3xoXaaHe Ha KopoHapHa apTepusa ot aopTtaTta; AAORCA aHOManHoO n3xoxjaHe Ha AACHaTa KopoHapHa apTepusa oT aopTaTta; ACHD = Bb3pacT-
HY C BpofeHu cbpaeyHn Mandopmauum; ALCAPA = aHomanHa NisiBa KOpPOHapHa apTepus oT nynMoHanHata aptepus; ARCAPA = aHoManHa JAcHa KOpoHapHa apTe-
puA oT nynMoHanHaTa apTepus; AR = aopTHa peryprutauus; AS = aopTHa cTeHo3a; ASD = mexaynpeacbpaeH centaneH aedekT; AT = npeAcbpaHa Taxukapams; AV =
aTpuoBeHTpuKynapeH/a/o/w; AVNRT = aTproBeHTPrKynapHa HofanHa pueHTpu Taxukapaus; AVRT = aTproBeHTpuKynapHa pueHTpu Taxmkapaus; AVSD = aTpuo-
BEHTPUKynapeH centaneH aedekt; CABG = KopoHapeH apTepuaneH 6ainac rpa¢t; CAD = KopoHapHa apTepuanHa 6onect; CHD = BpoaeHa cbpaeyuHa manpopma-
ums; CMR = cbpfieuHO-CbI0B MarHuTeH pesoHaHc; ECG = enektpokapaunorpama; EF = ppakuua Ha nstnackeaHe; EP = enektpodusnonorusa/enektpodusmonornyeH/
a/o/w; HTAD = HacnepctBeHa 6onecT Ha TopakanHaTta aopTa; IART = BbTpenpeacbpAHa preHTpu Taxvkapaus; ICD = umnnaHTupyem KapanosepTeT aepurbpunatop;
L-R = naBo-pecen; LV = naBa kamepa/nesokamepeH/a/o/v; LVEF = neBokamepHa n3tnackawa ¢pakums; LVESD = neBokamepeH TenecuctoneH arameTsbp; PAH =
nynMoHasHa apTepuranHa xuneptoHus; PAP = nynmoHanHo apTepuanHo HanArade; PAH-CHD = nynmoHanHa apTepmnanHa xvnepToHUA CBbp3aHa C BPOAeHa Cbp-
neyHa mandopmauus; PDA = nepcuctupaly fyKTyc apTepuo3syc; PFO = nepcuctupaly ¢opameH oBane; PH = nynmoHanHa xuneptoHus; PR = nynmoHanHa peryp-
rutauyus; PS = nynmoHanHa cteHo3a; PVR = nynmoHanHo cboBo cbnpoTueneHune; PYRep = cmAHa Ha nynmoHanHaTta knana; R-L = gacHo-nas; RV = gacHa kamepa/
fecHokamepeH/a/o/v; RVOTO = o6cTpyKLMA Ha AecHOKaMepHUA U3XoaeH TpakT; RVSP = fecHOKamMepHO cUCTONHO HanAraHe; SCD = BHe3amnHa CbpAeyHa CMbPT;
SVT = HagkamepHa Taxukapaus; TPVI = TpaHcKaTeTbpHa MMNaHTaumMa Ha NynMoHanHa knana; TR = TpukycnuaanHa peryprutaums; TV = TpykycnuganHa Knana;
UVH = egHokamepHo cbpue; VF = kamepHo mbxaeHe; VSD = kamepeH cenTaneH aedekT; VT = KamepHa Taxukapausa; WU = egununuym no Wood;

@ Knac Ha npenopbKuTe.
b Hueo Ha pokasatencTeeHocT.
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