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SMICT

Ckmag MyIbTUAUCHMIUTIHAPHOT po0OOYOi Tpymu 3 OMPAIfOBAHHA KJIIHIYHOT
HAaCTaHOBHU

CIIMCOK CKOPOYEHb

[IEPEJJMOBA POBOYOI I'PYIIU 3 AJJAIITALIT KJIITHIYHOI
HACTAHOBMU

1. Beryn (Ipeambyiia)

2. Enigemiosorig

2.1. IlepeauacHi MTYHOUYKOBI KOMIUIEKCH

2.2. IlpuckopeHuit 1110BeHTPUKYISIPHUN PUTM

2.3. MoHOMOpP(H1 NUTYHOYKOBI TaxiKapii

3. BuznaueHus

3.1. ITigBuay NUTYHOYKOBUX apUTMIMN:

3.2. PanrToBa cepiieBa CMepTh

3.3. CuHKoIIE

3.4. Cneniani3oBaHi LHEHTPU

3.5. I'eneTnka

4. EniieMionorist panToBOi cepUeBOi CMEPTI, MOIH(YOPMOBaAHICTh HACEIEHHS Ta
cTpaTudiKallisi pU3UKy

4.1. ITomupeHiCcTh panToBOi CEpLIeBOT CMEPTI

4.2. ITprunHU panToBOi CepIIeBOi CMEPTI B PI3HUX BIKOBUX Ipynax

4.3. IIporao3yBaHHsl MONYJSILIMHOTO Ta 1HAMBIIYaJIbHOTO PU3UKY

4.4, KanpKyasTOpy pU3MKY ParToBOi CEPLIEBOT CMEPTI Ta OISl METO0JIOT i

4.5. O0613HaHICTh Ta BTPYYaHHS: TPOMAJIChKa MIATPUMKA KHUTTS Ta TOCTYII 10
aBTOMATUYHMX 30BHIIIHIX Aeh10pHIATOPIB

5. OuiHKa Ta JIIKyBaHHs. 3arajibHi aCEeKTH

5.1. JliarHOCTHYHI 3ac00uU

5.1.1. 36ip anamHe3y Ta (hi3uKaIbHE 00CTEKECHHS

5.1.2. JlaGopaTopHi JOCHIKEHHS

5.1.3. HeigBa3uBHI Ta 1HBA3WBHI TECTHU

5.1.3.1. Enextpokapaiorpama Ta aMmOyJIaTOpHE eJieKTpoKapAiorpapiyHe
MOHITOPYBaHHS

5.1.3.2. Ycepennena no curHaiy eJIeKTpoKapaiorpama

5.1.3.3. Tectu 3 pi3uyHUM HABAHTAKEHHSIM

5.1.3.4. Bizyamizaiis

5.1.3.5. [IpoBokariiiiHi 11arHOCTUYHI TECTH

5.1.3.6. Enextpodizionoriuae 10CaiHKEHHS

5.1.4. I'eneTnuHe TECTyBaHHA




5.2. JliarHOCTHYHA OLIiHKA NP MEePIIOMY 3BEPHEHHI 31 IUTYHOUYKOBOIO apUTMI€I0
y Mali€HTiB 0€3 BIJOMOTO 3aXBOPIOBAHHSI CEPIIs

5.2.1. Cuenapiii 1: BumnagkoBe BUSBICHHS HECTIMKOI IIITYHOUYKOBO1 Taxikapiii

5.2.2. Cuenapiii 2: [epui nposiBu cTIHKOI MOHOMOP()HOT TUTYHOUKOBOT
Taxikapaii

5.2.3. Cuenapiii 3: Oco0a, sika nepekusa parnToBy 3yIUHKY CEpIIs

5.2.4. Cuenapiii 4: PanrroBa cmeptsh (PC) marienTa

5.2.5. Cuenapiii 5: Pogudi momepaux i3 CHHIPOMOM PanTOBOI apUTMIYHOT
CMepTi

6. Tepamnist NIUTYHOYKOBHUX apUTMil. 3araibHi acCeKTU. 3arajabHi peKOMeHAAIlll.

6.1. [llnmyHoukoBa ekTOMis/TaxiKapAis B TUTUHCTBI

6.1. HeBinkiaane JiKyBaHHS

6.1.1. JIikyBaHHSI IPUYMH, 1110 BUKJIHUKAIA APUTMIIO

6.1.2. HeBinkiaHe JIKyBaHHs CTIMKOT MOHOMOP(HOI IITYHOYKOBOT TaxXiKapii

6.1.3. JIikyBaHHsI €JIEKTPUYHOTrO IITOPMY Ta HEBIIMHHOI NUTYHOYKOBOI Tax1Kapli

6.2. JIOBrocTpOKOBE BEJICHHSI MAI[I€HTIB

6.2.1. ®apmakoTeparis

6.2.2. JIikyBaHHS 3a IOMTOMOTOI0 TPUCTPOIB

6.2.2.1. ImnnantoBanuit kapaioseprep-aediopmiarop (IKJ] abo ICD)

6.2.2.2. JlonaTkoBa cepIieBa peCHHXpOHI3aIliiiHa Tepamis

6.2.2.3. Hocumuii kapaioBeprep-aediopunstop

6.2.3. OKkpeMi acTieKTH BUKOPUCTAHHS IPUCTPOIB

6.2.3.1. OnTumizaiiisi nporpaMyBaHHs PUCTPOIB

6.2.3.2.CynyTHe JiKyBaHHs ]Il yHUKHEHHs HeanekBaTHoi Tepanii [K]]

6.2.3.3.Ilcuxocomianpauii BrumiB Teparii K]

6.2.3.4. TlaiieHTH 3 JTIBOIIJTYHOYKOBUMH JTONOMI>KHHUMH NPUCTPOSIMHU

6.2.3.5.YcknaHeHHs], OB sA3aH1 3 IPUCTPOSIMHU

6.2.3.6. [IutanHs, 110 CTOCYIOTHCS 3aKIHUEHHS KUTTS

6.2.4. InTepBenItiiina Tepamis

6.2.4.1. KarerepHa a0musitis

6.2.4.1.1 [anieHTH 31 CTPYKTYPHOIO MATOJIOTIEI0 CEPIs

6.2.4.1.2 [lauientu 6e3 ABHOI CTPYKTYPHOI NATOJIOTIi cepls

6.2.4.1.3. ABTOHOMHA MOJTYJISIITIS

7. JllarHOCTUYHA OILIIHKA, JIIKYBaHHS Ta CTpaTU(iKallisl pU3UKy BIAMIOBIAHO J0
KJIIHIYHOT KapTUHU Ta HAsIBHOTO (IMOBIPHOI0) 3aXBOPIOBAHHS

7.1.2. InionatuyHi nepeavacHi MUTyHOUYKOBI KOMIUIEKCH/IUTYHOUKOBA TaX1Kapis
Ta KapJiomionarisi, iHIyKOBaHAa MEePEIACHUMH IITYHOYKOBUMH KOMILIEKCAMU

7.1.2.1. InionaTuyHi nepeIyacHi HUTYHOUYKOBI KOMIUIEKCH/IILTYHOUKOBA
Taxikapais




7.1.2.2. KapaioMionarisi, BUKJIMKaHa/3arOCTPEHA NMEPEeTIACHUM [UTYHOUKOBUM
KOMILJIEKCOM

7.2 TlepBUHHI €JIEKTPUYHI 3aXBOPIOBAHHS

7.2.1 Inionatnyna GiOPUIISITS NITYHOUKIB

7.2.2 Cunapom nonioBxkenoro intepsairy QT (LQTS)

7.2.3. Cunapom AHnepcena-Tasina 1 tumy

7.2.4. Cunnipom bpyrana

7.2.5. CunaApoMu paHHBOI penosipu3aIii

7.2.6. Karexomaminepriuda nojiMopdHa MUTyHOYKOBA TaxX1Kapais

7.2.7. Cunnpom BkopoueHoro intepaia QT (SQTS)

8. Oco0MB1 aCIIEKTH B OKPEMHUX TI'PyIIax HACEJICHHSI

8.2. TpancmuanTais cepus

8.3. PaniToBa ceplieBa CMepTh y CIIOPTCMEHIB

8.4. Cunnpom Bonbda-Ilapkincona-Yaiita

9. KitrouoB1 HOBIAOMIIEHHS

9.1. 3arajpH1 acClieKTH

9.2. CTpykTypHI XBOpOoOU cepus

9.3. IlepBuHHI €JEKTPUUHI XBOPOOU Ceplis

10. [IpobGyiemu 10Ka30BOCTI

10.1. 3aragpH1 acriekTH

10.2. CTpykTypHi XBOpoOHU ceplisl — 3arajibHa YacTUHA

10.3. [giomatnyHa MUIyHOYKOBA €KCTPACUCTOJIS/IIITYHOUKOBA TaXiKapais

10.4. Imemiyna xBopoOa cepiis

10.5. Kapaiomionarii

10.6. Kimanmanni Baau cepus

10.7. Bpokeni Baju cepiis

10.8. TlepBuHHA eleKTpUYHA XBOpOOa




Ckaaa MyJbTHAUCHUILIIHAPHOL PO00Y0i rPYINH 3 ONPANKBAHHA KJIIHIYHOI

HaCcTaHOBH

bekeroBa
I'amaa
BomoaumupiBaa

KypkeBuu Anppii
Kazumuposuu

Pynenko
Hanis MukoisaiBHa

['onuaps
Maprapura
OnekcaHapiBHa

boitueHko
Anwona JIMuTpiBHA

Canina
Ipuna OnekcanapiBHa

byuHeBa
Onbra BonogumupiBaa

JlopoHin
Onekcanap
Bonogumuposuy

npodecop kadenpu neaiaTpii, AUTIIOT HEBPOJIOTi Ta MEAUYHOT
peabimiTamii HaiioHanbHOTO YHIBEPCUTETY OXOPOHU 3/10pOB’ S
imeni ILILIIynuka, uynen-kopecnonaeHT HAMH VYkpainu,
excriept MO3 Ykpainu, 3aCTyHUK TOJIOBH pOO0UOT TpyMH;

3aCTYIIHUK T€HEPATIHOIO JHUPEKTOpa JEp’KaBHOI YCTaHOBU
«HaykoBoO-TIpakTHYHUN MEIUYHUN HEHTP AUTIYO0I Kapaiosorii
Ta Kapaioxipyprii MiHicTepcTBa OXOpPOHU 370pPOB’sl YKpaiHuy,
Kapi0JIOT TUTSYUH, JIIKap 3 YIAbTPa3BYKOBOI J1arHOCTUKH;

3aCTYIIHUK TE€HEPAJIbHOTO JHUPEKTOpa 3 HAyKOBOi pPOOOTH
KapJionoriuHoro npoduao [epxkaBHoi yctanoBu «Haykoso-
MpPaKTUYHUM MEIWYHUM LEeHTp JUTAYOl KapJloyorii Ta
Kapaloxipyprii MiHIiCTepcTBa OXOPOHHU 3JI0pOB’S YKpaiHW»,
yinen-kopecriongieHT HAMH Vkpainu, 3aBinyBau kadenpu
TUTSY0i  Kapjaiosiorii  Ta  Kapzioxipyprii  HarioHanbHOrO
YHIBEPCUTETY OXOpOHHU 370poB'st Ykpainu imeHi [LJI.Iynuka;
3aBigyBau Kadenpu memiatpii Nel Ta  HeoHaToJsOTii
XapKiBCbKOIO ~ HAI[IOHAJBHOIO  MEIWYHOIO  YHIBEPCHUTETY,

npodecop;

noueHt kadenpu nemiatpii Ne 1 Ta HeoHaTosorii XapKiBChKOTO
HAI[IOHAJIBHOTO MEJIMYHOTO YHIBEPCUTETY;

noueHt kadenpu nemiatpii Ne 1 Ta HeoHaTosorii XapKiBCHKOTO
HAI[IOHAJIBHOTO MEJIMYHOTO YHIBEPCUTETY;

3aBiyBay BIAJIJIEHHS KapAloXIpyprii Ta MaTtojorii KpoBooOIry
JlepxaBHOi ycTaHOBU «IHCTUTYT 3arajbHOi Ta HEBIAKIAIHOI
xipyprii imeni B.T.3aiinieBa HarionanpHoi akagemii MeTUIHUX
HayK YKpainuy, npodecop kabeapu xipyprii Nel XapkiBcbKkoro
HAI[IOHATHPHOTO MEIUYHOTO YHIBEPCHUTETY;

JONEHT Kadeapu IUTSY0I Kapaloyiorii Ta KapaioxXipyprii
HarmionansHOTO YHIBEPCUTETY OXOpPOHU 370pOB'S YKpaiHu
imeni  [LJL.I0ynuka,  mikap-Xipypr  ceplLeBO-CyIMHHHU
BIJUTUIEHHST €JIEKTPO(D1310JI0TiT Ta PEHTreXipypriyHuX METO/IIB



JTIKyBaHHS TOpYIIEHb pUTMY cepus JlepkaBHOI yCcTaHOBHU
«HaykoBo-ipakTHYHHI MEIUYHUM LEHTP AUTAYOI Kapioyorii
Ta Kapaioxipyprii MiHicTepcTBa OXOPOHHU 3/10pOB’sl YKpaiHu;

Onikienko Omnekcannap moueHT kadenpu neniatpii Ne 1 Ta Heonaronorii XapKiBCbKOTO

JleonimoBuu HaIllIOHAJTBFHOTO MEIMYHOTO YHIBEPCUTETY;
MemkoBa 3aBigyBad BIJUTITICHHS enexTpodizionorii Ta
Mapuna CepriiBHa PEHTTEHXIPYPriYHUX METO/IB JIKYBaHHS MOPYIIEHb PHUTMY

cepus JlepxaBHoi ycTaHOBH «HaykOBO-TpaKTUYHHAN METUYHUI
LEHTp AUTSAYOi Kapaiojorii Ta kapaioxipyprii MiHicTepcTBa
OXOpOHH 310pOB’sT YKpaiHu.

MeTtoanuHuii cynposia Ta inpopmaniiiHe 3a0e3neyeHH

['ynenko 3aCTYITHUK JUPEKTOpa JECapTaMEHTy - HadyaJbHUK YIPaBIIIHHS

Oxkcana IBaniBHa CTaHAapTU3aIlii MeIu4YHOi Ta peabuTITaIlliiHOT JOMOMOTH
JlenapramMeHTy cTaHmapTiB y cdepi OXOpOHU 3I0POB’S
Jlep>kaBHOTO TIAIpUEMCTBA «Jlep>KaBHUM EKCIEPTHUN IIEHTP
MiHicTepcTBa OXOPOHHU 310POB’ sl YKpaiHW», 3aCTYITHUK TOJIOBH
po00YOi rpyIu 3 METOAOJIOTIYHOTO CYIIPOBOY;

[unkina HAaYaJIbHUK  BIJJAULY — CTaHAapTh3alli  MeOu4yHoi  Ta

Onena OnekcanapiBHa (papMalleBTUYHOI  JOMOMOTM  YIpPaBIIHHSA  CTaHAApTU3aLil
MEIUYHOI Ta peadumiTamiiiHoi gomoMoru JlemaprameHTy
CTaHAApTIB 'y cdepi OXOpoHU 310poB’s JlepxkaBHOTO
nignpueMcTBa «JlepxaBHuil excriepTHU neHTp MiHicTepcTBa
OXOpPOHH 370POB’s1 YKpaiHm».

EnexkTpoHHy Bepcil0o JOKyMEHTa MOXXHA 3aBaHTaXUTU 3 Peectpy wmeaunko-
TEXHOJIOTIYHUX JOKYMEHTIB 31 CTaHJapTU3aIlli MEIUYHOI JIOMOMOTH, IO PO3MIIIEHUN Ha
cauTi JlepxaBHOTO €KCIIEPTHOIO LEHTPY MO3 Ykpainu
(https://www.dec.gov.ua/mtd/home/).

Jlep:xxaBHM eKCliepTHUI HeHTP MiHicTepcTBa OXOPOHHU 310POB’sl YKPaiHM € YICHOM


https://www.dec.gov.ua/mtd/home/
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Penenzenru:
Kapinos 3aBijlyBay Kadeapu (hyHKITIOHATBHOT JIarHOCTUKH

Oner UocudoBuu  HarioHanbHOTO YHIBEPCUTETY OXOPOHH 370pOB’ST YKpaiHU 1MEHI
I1. JI. ynuka, a.MexA.H., mpodecop

KpaBuyxk 3aBiyBay BiJUTIJICHHS JIIKYBaHHS apUTMIN 3 PEHTT€HOIIEPAIliiTHOO
bopuc bornanoBuu HarioHaabHOTO 1HCTUTYTY CEpIIEBO-CYAMHHOI XIpyprii iMeHi
M.M.AmocoBa

IHeperasia KIIHIYHOI HACTAHOBH 3aMIaHOBaHO Ha 2030 pik



CIIMCOK CKOPOYEHb
A3/l (AED) aBTOMATHUYHI 30BHIIIHI AeP1OpUISITOpH
ABPT AB re-entry taxikapmis
AJIITIT (ARVC) apUTMOTEHHAs JUCIUIA3is MPaBOTO MUTYHOUYKA
AMP aQHTaroHICT MIHEPAIIOKOPTHUKOITHUX PELICITOPIB
AAITI aHTHAPUTMIYHI IpenapaTu
ATC aHTUTax1KapaiiiHa CTUMYJISITIS
AllD aHT10TeH3WHIEPETBOPIOIOYHI (PepMEeHT

BITHIIT (RBBB)

Omokaaa mpaBoi HKKY mydka ['ica

BJIHIIT (LBBB)

Os1okasa TiBO1 HXKKM Tydka ['ica

BKK

0JIOKaTOp KaJbI[IEBUX KaHAJIB

BPA 0JIOKaTOp pElEnTOPiB AHT1OTEH3UHY

BTIIII BUHOCHHUM TPAKT MPABOI0 IIUIYHOUYKA

['KC TOCTPUM KOPOHAPHUN CUHAPOM

['KMII rineprpodiyka Kapiomionaris

JAKMII JUaTaliifHa KapaioMionaris

AK3A YKUTTE3arpO3JIMB1 ApUTMIT

303 3aKJIaJ] OXOPOHH 37J0POB I

EKT Enextpokapiorpadis

ExoKI' exokapjiorpadis

EDJ] eJEKTPO(]Pi310JI0TTYHE TOCHTIIPKEHHS

IKJT (ICD) IMIUTAHTOBaHUH KapioBepTep-nediopuistop

IKAT 1HBa3MBHA KOpOHapoaHriorpadis

IATI®-1 1HT101TOP aHT10TEH3UHIIEPETBOPIOIYOTO (hepMeHTy-I
IXC ImemMiyHa XBopo0a cepIist

IO imiomatrnyHa QiOpUIISIIS UTYHOUYKIB

1T 17l0MaTHYHA NUTYHOYKOBA TaXiKapisl

IXC 1memMiyHa XxBopo0a cepliist

KITHIT (CPVT) KaTexoJamMiHepriyHa moJiMopQHa NUTYHOYKOBA TaxXiKapIis
KMII Kapniomiomaris

JIHI JBUN MTYHOYOK

MIIT MOHOMOpP(hHA ITUTYHOYKOBA TaXiKapIis

HIIT (NSVT) HECTIlKa ITYHOYKOBA TaxiKapmis

[JI3C no3aJiKapHsHA 3yMMHKA cepls

[IEC porpamMoBaHa eJIEKTpUYHA CTUMYJISLIIS

[IMK MIPOJIATIC MITPAILHOTO KJIarmaHa

[T M13HE MOCUJICHHS TTapaMarHiTHUMH KOHTPACHUMH 3aC00aMH, 110

MICTSATH TaI0JIIHIN




[1PP naTTepH PaHHBOI penoipu3allii

[1CII nepeayacHe CKOPOYSHHsI IUTYHOUKIB

ITHIK NepeaYaCHUN IUTYHOUYKOBUN KOMIJIEKC

[TIIT noriMop¢Ha MUTYHOYKOBA TaXiKapis

PITK pO3IIMPEHa MATPUMKA KUTTETISIIBHOCTI

PKJI paHI0Mi30BaH1 KOHTPOJIbOBAH1 JOCIIIKEHHS

P3C panToBa 3yNUHKa Cepls

PC panToBa CMEPTh

PCC panToBa cepiieBa CMEPTh

CBT CYNPaBEHTPUKYJISIPHA TaXiKapis

CIC CHUMITaTUYHA JICHEPBAIls JIIBUX BIIUTIB CepIis

C3C CTPYKTYpPHI 3aXBOPIOBAaHHS Cepls

CMIUIT (SMVT) | ctiiika MOHOMOp(}HA IIITYHOYKOBA TaxiKapAis

cuctema GRADE | cuctema knacugikanii, OLIHKH, pO3pOOKHU Ta €KCIIEPTU3H
peKOMeH Al

CH cepIieBa HEJIOCTATHICTh

CH3®B ceplieBa HEJOCTATHICTD 31 3HUKEHOIO (PAKIlI€I0 BUKUTY

ARNI 1HT101TOpP HEMPUJTI3UHY PEIENTOPIB AHT1OTEH3UHY

CPAC CUHAPOM PANTOBOI aPUTMIYHOI CMEPTI

CPLIC CUHAPOM PANTOBOI AUTSIYOI CMEPTI

CPJI CEepIIEBO-JIETCHEBA peaHIMaIlis

CPP CUHAPOM PaHHBOI penoJisspu3arii

CXC CTPYKTYypHa XBopoOa cepIist

TBTIII (RVOT) | Taxikapaisi BAXiAHOTO TPAKTy MPABOTO IITYHOYKA

TC TpaHCIUIAHTAIlisl Cepls

OBJIII (dpaxiisi BAKAY JIIBOTO IITYHOYKA

OIT Gb10puIIsLs nepeacepab

I Gb10prIIsIIs TUTYHOUYKIB

XMEKT xonTepiBcbke MoHiTOpyBaHHs! EKI®

HCC 4acTOTa CEPIIEBUX CKOPOUYECHb

[ITA IUTYHOYKOBA apUTMisl

IEC IUTYHOYKOBA €KCTPACUCTOJIIS

LT IUTYHOUYKOBA TaxiKapis

ESC €BponeicbrKe TOBAPUCTBO KapAi0JIOTIB

BrS cuHapom bpyrana

CRT CepIleBa PECUHXPOHI3yI0Ya Tepartis

SGLT2 1HT101TOPU HATPIM-TIIFOKO3HOTO KOTpaHcmoprepa 2

LVAD JOTIOMIKHUI MPUCTPIH JIIBOTO NUTYHOYKA

LVOT BUXIJTHUN TPAKT JIIBOTO IIJTYHOYKA
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LQTS CHUHAPOM TI010B)KeHOoTOo iHTepBana QT

SQTS CHUHJIPOM BKOpoueHoro intepBaia QT

NYHA dbyHKITIOHATBHA KJTacH(IKaIlIs HLIO—PIOpKCLKO'l’ Acomari
KapionoriB XpoHi4HOi cepIieBoi HeJI0CTaTHOCTI

CRT ceplieBa PECHHXPOHI3yI04a Teparnis

RVOT BUXIJHUNA TPAKT MPABOTO IITYHOUKA

TdP aputMmis torsades de pointes

SADS CHHJIDOM PanToOBO1 apUTMIYHOI CMEPTI

SaECG curHaji-ycepenaena EKTT

SGLT?2 HATPIN-TJIIOKO3a KO-TPaHCIIOPTED 2

WCD HOCHUMHUM KapaioBepTep-aediopuisTop
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IEPEJIMOBA POBOYOI I'PYIIH 3 AJIJAIITAIIL KJITHIYHOI HACTAHOBH

ApuTMisi cepiieBOl TiSUTBHOCTI € MOPYIICHHSIM YTBOPEHHS / MPOBEICHHS CEPIIEBOTO
IMITyJIbCY @00 TOTO ¥ 1HIIOTO, 10 MPU3BOAUTH A0 AaHOMAJIHHOTO PUTMY, SIKHM MOKe OyTH
aHOMAJIbHO IIBUJIKUM a00 CTIOBUTFHEHHUM JIS BIKY IUTUHU 1 MOKE BUHUKHYTH Y OyAb-SIKUI
gac. JKutresarposnusi aput™mii (JK3A) € mpobiiemoro, 1m0 MOKE€ BHHHKATH BIIEpIIE 1
CYIIPOBO/[)KYBaTUCH KIIIHIYHUMU MPOSIBAMH pPaHillle HEBIJOMOTO CEPIIEBOTO 3aXBOPIOBAHHS.
[lopymieHHs: puTMy cepilsi MOKYTh OyTH MOB'sI3aH1 3 BPOKEHUMU BaJlaMU CEPIIS, a TAKOK
13 CHaJKOBHUMH KaHAJIOMaTisIMHM. Taxikapis € HaWMOIIMPEHINIOn AapUuTMIEI0, IIIO0
3yCTPIYA€ETHCS Y MAIIEHTIB IUTSIYOTO BIKY.

BunankoBo BusiBIeHA apuTMisS IPH PYTUHHOMY Kap/i0JOTIYHOMY OOCTEKEHHI
(HampuKaA, IpU HECEpLEBUX 3aXBOPIOBAHHAX, OOCTEXKEHHI IEpes IMOYaTKOM 3aHSATh
CropToM) Ta/ab0 y BUMAJAKy MOHITOPUHTY TIEpe]l IHIYKIIIE€I0 aHEeCTe31i/CeTaTUBHUX 3aC001B
OpU [03acepLEeBUX MpoLeAypax MNOTPeOyIoTh MOBHOIO KaplOJOTIYHOIO OOCTEKEHHS
IUTUHUA. HemogaBHs HEMPUTOMHICTD, MIJO3pLIa Ha CEpLEBE MOXOKEHHS, € CUMITOMOM
BHCOKOT'O PU3UKY 1 MOXE BUMAaraTH TOCIiTaTi3allii.

YacToTa mopylieHb PUTMY ceplsd Yy aitedl noci HeBimoMma. KiriHiuHa kapTuHa
3QJIEKUTh BIJ BIKY Ta Tumy aputmii. CBO€YacHa J1arHOCTUKA JKUTTE3ArpO3JIMBUX
TaxlapuTMii BKpail BaXJIMBa, OCKUIBKM AwWJIATaIlisl Ta AUCHYHKIlSA JIIBOTO MITyHOUKA,
3a3BUYai, 00OPOTHI MICJ MOYATKY BIAMOBIAHOTO JIKYBaHHS JJIsl JOCSTHEHHS! CHHYCOBOTO
puTMy a0 (32 HEMOMXJIMBOCTI 1Or0 TOCATHEHHS) KOHTPOJIIO YaCTOTH CEPIIEBUX CKOPOUYEHB
(UCC). HeperynspHuii cepueBrii puT™M y AUTHHU € TOLIMPEHOIO MPOOJIEMOI0, 110 Mae
PI3HOMAaHITHY €TIOJIOTiI0, BiJl HOPMAJIbHHUX JOOPOSIKICHUX BapilaHTIB 10 3JIO0SKICHUX
apuT™Miid. BaxmMBO BU3HAYMTH OCHOBHY NPUYHHY HEPETYJISIPHOTO PUTMY, OCKUIBKH 1€
MO>Ke OyTH 3arpOo3JUBUM a00 HABITh HEOE3MEUHUM JJIS )KUTTSI CTAHOM.

[Tpu3HaueHHs:T aHTUAPUTMIYHUX TpenapariB NoTpedye BepipiKOBAHOTO J1arHO3y 3
enexkrpokapaiorpadiuno (EKI') 3amokyMeHTOBaHOIO apuTMi€r0. Y BHUINAJIKy BHHUKHCHHS
MOPYIICHHS PUTMY CEpIlsl y JTUTHUHU CIIiJl BPaXOBYBATH CITIBBIJHOIIIEHHS PU3UKY Ta KOPUCTI
MEJMKAMEHTO3HOI Teparii. Y 3B’S3Ky 3 BHUKJIQJCHUM BHIIE, HEOOXITHICTH BHUPIIMICHHS
MpoOJeMU BHOKPEMIICHHSI KUTTE3ArpO3JIMBUX TaxXlapuUTMIA y AUTSYIN MOmyJsmii, ix
CBOEYACHOI JIarHOCTUKH, BEACHHS Ta €(QEKTHUBHOIO JIIKYBaHHS 3aJIUIIAETHCA BKpai
aKTyaJbHOIO.

Hose posyminnsa enigemionorii JK3A, reHeTUYHMX acHeKTiB 3axBOPIOBaHHS,
PO3UIMPEHHS] MOXJIMBOCTEH Bi3yalli3allli, JOCATHEHHS B TEpPAleBTHUUHUX CTpATErisiX Yy
CYKYITHOCTI 3 KJIIHIYHUMHU JaHUMH HaJal0Th JIOJATKOBI 1HCTPYMEHTHU ISl cTpaTtudikaiii
PUBHUKY PO3BUTKY JKHTTE3ArPO3JUBUX MOPYIICHb PUTMY Ta OOYMOBIIIOIOTH HEOOXITHICTH
cTBOpeHH: naHoi KH.

Po3pobka Ta BHOPOBaIKEHHS CYYaCHUX MEAMKO-TEXHOJOTIYHUX JOKYMEHTIB Ha
3acajax J0Ka30BOi MEIUIMHU € HEOOXIAHUM MiAIPYHTSIMH AJIs 3aCTOCyBaHHS y cdepi
OXOPOHU 3JI0POB’ S METUYHUX TEXHOJIOT1H 3 HAYKOBO JI0BEJeHOI0 edekTuBHICTIO. KiiHiuHa
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HACTaHOBa — I[I€ PEKOMEHJALIMHUNA JOKYMEHT 3 HaWKpamoi MEeIUYHOI TNPaKTUKH,
3aCHOBAHOI Ha J0Ka3axX e(heKTUBHOCTI, B MEPIILY YEPry AJsl MPAKTUKYIOUUX JIIKApIB.

Jlana KH 3a cBoero (opmoro, CTpYKTypor Ta METOAWYHUMH TIIXOJaMHU II0JI0
BUKOPUCTaHHA BHUMOT [IOKa30BOi MEAMIIMHMA aJanToBaHa BIAMOBIIHO JO Hakazy
MinictepcTBa 0XOpoHH 370poB’st Ykpainu Bifg 28 BepecHs 2012 poky Ne 751 «IIpo
CTBOPEHHSI Ta BIPOBAKEHHS MEIMKO-TEXHOJOTIYHUX JOKYMEHTIB 31 CTaHaapTU3alli
MEIUYHOI JIOMOMOTM B CcHUCTeMl MIiHICTEpCTBA OXOPOHM 3J0pOB’S  YKpaiHU»,
3apeecTpoBaHoro B MiHicTepcTBl tocTuilli Ykpainu 29 nuctomamga 2012 poky 3a
Ne 2001/22313.

[inssvu i€l HactaHoBH €: 3a0e3neyeHHs cTpaTerii paHHbOTO BUSIBJICHHS MOPYLIECHB
PUTMY Ceplisl y MAiTeH; MOJIMIIEHHS A1arHOCTUYHOI TOYHOCTI, Pe3yJIbTaTiB JIKyBaHHS Ta
AKOCTI KHUTTS JITEH 3 )KUTTE3ArPO3TUBUMU TAX1aPUTMISIMH.

Jana KH npusHaueHa aisi HalaHHA JONOMOTM KOXHIM JIIKyBaJbHIM yCTaHOBI
CTBOPUTH CBOIO BJIACHY MOJITUKY NPOBEACHHS 1 MporpaMmy peaiizauii 11arHOCTUKH
KUTTE3Arpo3JIMBUX apuTMiil y miteil. L{i MeToauku 1 mpoueaypu MOBUHHI OyTHU YITKUMH,
MOBHUMH 1 3aCHOBaHUMU Ha (PaKTUYHUX JaHUX.

3anpononoBana KH He mOBHHHA pO3LIHIOBATHUCH, SIK CTAHAAPT MEAUYHOTI'O JIIKYBaHHS.
JIoTpUMaHHS MOJIO’KEHb JaHOI HACTAHOBU HE € TAPAHTIEI0 YCIIIIHOTO JIIKYBaHHS y KO)KHOMY
KOHKPETHOMY KJIIHIYHOMY BUTIQJIKY, 11 HE MOKHA PO3TJISAATH, SIK OCIOHUK, 1110 BKJIIOYAE yCi
HEOOX1/IHI OCTaTOYH1 METOM JIIKyBaHHS a00, HaBMaKH, BUKIIOYAE 1HI1. OCcTaTOuHE PIIICHHS
CTOCOBHO BHOOpPY KOHKPETHOI KIIHIYHOI TpOUEeAypr abo IUIaHy JIKyBaHHS TOBUHEH
npuiiMaTy JIiKap 3 ypaxyBaHHSAM KJIHIYHOTO CTaHy TMallleHTa Ta MOXJIMBOCTEH Jyis
IIPOBEJICHHS 3aXO0/IiB A1arHOCTUKH 1 JIiKyBaHHs y koHkpetHoMy 303. KH «Kuttezarposnusi
TaxiapuTmii y JiTei» Mae Ha METI HaJaHHS JOMOMOTHM MPaKTUKYHUOMY JIIKapr Ta
MpeICTaBHUKAM TallleHTa B MNPUUHATTI PALIOHAILHOTO PIMIEHHS Y PI3HUX KIIHIYHUX
CUTYallsIX, € 1HPOPMaLIHHOIO TIATPUMKOIO AJIs MIABUIIEHHS SKOCTI MEAMYHOI JOTIOMOTY Ha
OCHOB1 JI0Ka3iB €(EeKTUBHOCTI 3aCTOCYBaHHS TMEBHUX MEIWYHUX TEXHOJIOTIH, JIIKIB Ta
Oprasi3aliiHUX pecypciB MEAUYHOI JOTIOMOTH.

Jana KH ctBopeHa 3 ypaxyBaHHSM HalKpamioi NMpPaKTHKW JIKyBaHHS CEpPUEBHX
apuTMiit Ha OCHOBI opuriHaabHUX AoKyMeHTIiB: 1) 2022 ESC Guidelines for the management
of patients with ventricular arrhythmias and the prevention of sudden cardiac death.
Developed by the task force for the management of patients with ventricular arrhythmias
and the prevention of sudden cardiac death of the European Society of Cardiology (ESC).
Endorsed by the Association for European Paediatric and Congenital Cardiology (AEPC)
(2022); 2) 2014 PACES/HRS Expert Consensus Statement on the Evaluation and
Management of Ventricular Arrhythmias in the Child with a Structurally Normal Heart.

3a pimieHHSIM MYJIbTUAUCIUIUTIHAPHOI poOoyoi rpynu B naHid HacraHoBi He
HABEJICHO TMEPEeKJIaJ OKPEMHX PO3JIUIIB Y 3B’SI3KYy 3 THUM, 1110 HajJaHa iHQoOpMallli HE MOXKe
OyTH IMIUIEMEHTOBAHOIO JIS MAIIEHTIB JUTAYOTO BiKy. 3 moBHUM TekcToM Guidelines for
the management of patients with ventricular arrhythmias and the prevention of sudden
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cardiac death. Developed by the task force for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death of the European Society of
Cardiology (ESC). Endorsed by the Association for European Paediatric and Congenital
Cardiology (AEPC) (2022) MOXKHA 03HAHOMHTHCS 3a MTOCHJIAaHHSIM
https://academic.oup.com/eurheartj/article/43/40/3997/6675633

KiiniyHa HacTaHOBa MpECTaBIISIE CydacH] MIAXOAU IO J1arHOCTUKHU Ta JIIKyBaHHS
KUTTE3APO3IIMBUX ApPUTMIN y [ITEeH, MOYMHAIOYM 3 TEpiojly HOBOHAPO/KEHOCTI Ta B
MOJANBIIOMY 3 PO3BUTKOM MOKJIMBUX KOPOTKO- 1 JOBTOCTPOKOBHX HECHPUSITIMBHUX
HACJI/IKIB HECBOEYACHOI J1arHOCTUKU CKJIAJAHUX TOpYIIeHb pUTMy cepus. g 1€l
HACTAHOBU 13 3a3HAYEHUX BHILEC MIKHAPOJHUX MPOTOTUIIB BUKOPUCTAHO JIMIIIE
1H(pOpMaIliI0 CTOCOBHO JITEH.

Kiminiuna HactaHoBa <«OKUTTE€3arpo3nuBl TaxiapuTmii y JiTe€d» aJanToBaHa
MYJIbTUIUCHUILUTIHAPHOO pOOOUOI0 IPYIIOI0, A0 SAKO1 YBIMIIUIM JiKapi-HEOHATOJIOTH, JIiKapi-
nealaTpy, JIKApIl-KapIl0JOrH JUTAYl, JIKapi-KapAloXipypru, iikapi (yHKLIIOHAIbHOI
JIarHOCTUKH, KEPIBHUKU 3aKjajiB OXopoHU 310poB’s (mami — 303). Jloka3oBicThb
pEeKOMEeH/Ialllii HACTaHOBH OIliHEHO 3a JoromMororo cucremu GRADE.

BianoBigHo 10 JIIEH31MHUX BUMOT Ta cTaHAapTiB akpenutanii y 303 mae OyTu
HAsiBHUM BHYTPINIHIA TOKyMeHT (kiiHiuHUKA MapuipyT mnamienta (KMID)), mo yHidikye
KIIHIYHY  TPakTUKy  3actocyBaHHs  CTaHmapTy  JIarHOCTUKM  Ta  JIIKYBaHHS
AKUTTE3ATPO3IMBUX MOPYIIEHb PUTMY CEPIIS Y AITEH Ha JIOKaJIbHOMY PiBHI.



https://academic.oup.com/eurheartj/article/43/40/3997/6675633
https://academic.oup.com/eurheartj/article/43/40/3997/6675633
https://academic.oup.com/eurheartj/article/43/40/3997/6675633
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1. BCTYII (Ilpeam0y.ia)

ESC Guidelines for the management of patients with ventricular arrhythmias
and the prevention of sudden cardiac death. Developed by the task force for the
management of patients with ventricular arrhythmias and the prevention of sudden
cardiac death of the European Society of Cardiology (ESC). Endorsed by the
Association for European Paediatric and Congenital Cardiology (AEPC) (2022)

HacranoBa y3araJibHIO€ Ta OIIIHIOE HAasBHI JaHI 3 METOIO JOMOMOTH MEIUYHUM
MpaliBHUKAM y 3aCTOCYBaHHI HAMKpaIoi CTpaTerii JIarHOCTUKH Ta JIKyBaHHS OKPEMOTO
MmarieHTa 3 TMOPYIIEHHSM cepieBoro putMmy. HacranoBa Ta ii pexomeHpaarlii MOBHHHI
MOJICTIINTH NMPUAHATTA PIIICHHS MEIUYHUMHU MPalliBHUKAMH Y 1X TTOBCSK/ICHHIN MPAKTHUIIL.
OpnHak, BOHM HE 3aMIHIOIOTH CTOCYHKIB Malli€HTa 3 JiikapeM. OcTaTouHe pIIIEHHS 00
KOHKPETHOTO TMAIlieHTa TIOBUHHE TMpUHAMATUCA BIANOBITAIBHUM(M) MEAUYHUM(U)
npariBHUKOM(aMH) Ha IMJCTaBl TOTO, IO BOHM BBa)KAIOTh HAWOLIBII JOPEYHUM 3a ITUX
00CTaBHH.

Kpim myOmikarii «[lociOHUKIB 3 KIiHIYHOT mpakTuku», ESC peanizye mporpamy
€BpONENCHKUX CHOCTEPEKHUX IOCHIIKEHb MIXHAPOJHUX PETICTPIB CEPLEBO-CYAMHHUX
3aXBOPIOBAHb Ta BTPY4YaHb, SIKI HEOOXIJHI JJIsi OI[IHKU J1arHOCTUYHUX/TEPANeBTUUHUX
MPOLIECIB, BUKOPUCTAHHS PECypCiB Ta JOTPUMAHHA KEpPIBHUX NPUHIUOIB. MeToro mmx
PEECTPIB € 3a0€3MeUeHHS KPaIoTo PO3YMIHHS MEAWYHOI MPAKTHKX B €BPOIIL Ta B YChOMY
CBITI HAa OCHOBI BHUCOKOSIKICHUX JaHUX, 310paHUX IMiJ Yac MOBCAKACHHOI KITHIYHOT
MIPaKTHUKH.

Kpim Toro, ESC po3pobisie Habopu nokazHukiB skocTi (QI), skl € iIHCTpyMEHTaMHu
JUTSI OI[IHKY PIBHS BIPOBAHKEHHS HACTAHOB Ta MOKYTh OyTH Bukopucrtani ESC, nikapHsmu,
nocTadalbHUKAMU MEIUYHUX MOCIYT Ta (DaxiBISIMH JJIsS OIIHKK KJIIHIYHOI MPaKTHKH, a
TaKOXX B OCBITHIX Mporpamax IMopsj 3 KIIOYOBUMU 1eIMH KEPIBHHUIITB, JUIS TOKPAIICHHS
SKOCT1 MEIMYHOT JIOTIOMOTHY Ta KIIHIYHUX PE3YJIbTaTiB.

PiBeHp OKa30BOCTI Ta cWiIa PEKOMEHIAIIM KOHKPETHHUX BapiaHTIB BEJCHHS
3BaXYBAJIMCA Ta OIHIOBAJIMCS 3a HANepe] BU3HAUCHUM IIIKaJlaM, SK 3a3HAYEHO HIDKYE
(Tabmn. 1, 2).

Tabnuysa 1
Kaac pexomenaauii
Kaac
pPeKoOMeHaanin Busnauenns BukopucrosyBane
(opmyiroBaHHSA

Kiac I Jlokaszu Ta/abo 3arampHa 3roja mpo | PekomengoBaHo abo moka3aHo
TE, IO 1IE JIIKYBaHHS YU IPOLEAypa €
0JIarOTBOPHOIO,  KOPHUCHOIO  Ta
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e(EKTUBHOIO |
Kiac II CynepewnuBi gaHi Ta/abo po30i1KHOCTI y JyMKax EKCIEPTIB IIMOJ0
KOPHUCHOCTI/€()eKTUBHOCTI JIAHOTO JIIKYBAHHS YU MPOIETYPH
Kiac Ila BaromicTb JTIOKa31B/IyMOK Ha Crijt BpaxoByBaTH
KOPHUCTh KOPUCHOCT1/€(HEKTUBHOCTI
Kunac I1b KopucHicTs/epekTUBHICTD MEHIII Moxe OyTH pO3TIISHYTO
TOYHO i ATBEPIKYETHCS
JTOKa3aMHu/ TyMKO¥O.
Knac III Jlokasu abo 3aranabpbHa 3roja, o JaHe
JIKyBaHHS UM TIpoleaypa HE € He pexomengoBaHo
KOPUCHUMU/€(PEKTUBHIUMH, a B
JESKUX BHUIAJIKaX MOXYTh OyTH
K1 JUTUBUMUA
Tabnuys 2
PiBHi noka3iB
CynxeHHst PexomMennauis
PiBenr noxa3zoBocTti A JaHi, oTpuMaHi 3 6araTb0X paHJa0Mi30BaHUX
KJIIHIYHUAX JOCIIKEHb a00 MeTa-aHaI131B
PiBenb mokazoBocti B JlaHi, oTpuMaHi 3 OJHOTO PaHIOMI30BAHOTO

KIIHIYHOTO JOCILKEHHS a00 BEJIUKHX
HEpaH0MI130BaHUX JOCIIKCHb

PiBenp nokazoBocti C Koncencyc  aymok  ekcreprTiB  Ta/abo
HEBEJIMKI  JOCIIJDKEHHS, PETPOCHEKTUBHI
JOCIIIJIKEHHS, PEECTPU

Opnnak, Pexkomenpaunii ESC ’xOgHMM YHMHOM HE CKacOBYIOTh I1HAMBIAYaJIbHY
BIJIMOBIAQIBHICTh MEIMUHUX TMPAIIBHUKIB 32 MPUUHATTS BIAMOBIIHUX 1 TOUHHUX PIlIEHb 3
ypaxyBaHHSIM CTaHy 3/I0pOB'sl KOKHOTO MAaIll€eHTa Ta MiCJisl KOHCYJbTAIllH 3 UM Malli€HTOM
a00 0co0010, sIKa JOTJIsae MallieHTa, Je Ie JopeyHo Ta/abo HeoOXximHo. JIo 000B'I3KIB
MEIUYHOTO TIPAIliBHUKA TAaKOXX BXOJWUTHh TIEPEBIpKA TIPaBWUJI Ta TOJOXKEHb, IO
3aCTOCOBYIOTHCS B KOKHIHM KpaiHi JI0 JIIKiB Ta MPUCTPOiB HA MOMEHT BUITUCKU PEIENTY, Ta,
e TI€ MOXKJIMBO, IOTPUMAHHS €THYHUX TPABWII CBOET TTpodecii.

Buxopucranas JikiB HE 3a MPU3HAYCHHSIM MOXKE€ OYTH TIPEACTaBJICHE Yy IIiH
HACTaHOB1, SKIIO JOCTaTHIM piBeHb JOKa3iB IOKa3ye, L0 HOro MOXHA BBaXKaTH
NPUHHATHUM 3 MEIWYHOI TOYKH 30py JJIs JAHOTO CTaHy Ta SKIIO TAIli€HTH MOXYTh
OTpUMATH KOPHUCTh BiJ peKoMeHAO0BaHOi Tepamii. OJHaK, OCTAaTOYHI PIMICHHS 00
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OKpPEeMOro TaIli€eHTa TOBHHHI TPHAMATHCS BIAMOBITATPHUM MEIUYHUM TPAIIBHUKOM,
MPUAUISIOYN 0COOJIMBY yBary:

(1) xoHKpeTHI# cuTyarlii namieHTa. ¥ 3B'3Ky 3 IIUM YTOYHIOETHCS, IO, SIKIIO 1HIIE
HEe TiependadeHo HAI[lOHAIBHUM 3aKOHOJABCTBOM, BHUKOPHUCTAHHA JIIKIB HE 3a
pU3HAYCHHSAM Mae OyTH OOMEKEeHE CUTYaIlIsIMU, KOJIU 1€ BIJIOBIIa€ 1HTEpEecaM MalfieHTa
I10J10 SIKOCTI, Oe3meku Ta e)eKTUBHOCTI Mpenapary. AOTJIS 1 JIMUIIIE MICIsA TOTO, SK MaIli€HT
(abo omikyH) OyB MoiH(GOPMOBaHUM Ta JIaB 3TOJY;

(2) 3aKOHOJABCTBO OXOPOHHM 3JI0OPOB'Ss KOHKPETHOI KpaiHH, TOCTAHOBH JCP)KaBHUX
OpraHiB IIOJI0O PEryJlOBaHHS JIKAPCBKUX 3aco0IB Ta €TUYHI MpaBuia, SKUM
i OPSIKOBYIOTHCS TIPAIIBHUKH OXOPOHH 3I0POB'S, JIe 1€ 3aCTOCOBHO.

2014 PACES/HRS Expert Consensus Statement on the Evaluation and
Management of Ventricular Arrhythmias in the Child with a Structurally Normal
Heart

2. EnmigemioJiorist

Ha nmanuii yac icHye NOCUTHh Maj€HbKa KUIBKICTh JOCIHIJI)KE€Hb, 110 BUCBITJIIOIOTH
posnoBctokeHicTh LT y giTel 31 CTpyKTYpHO HOPMAJIBHUM CEPILIEM, A€ € Ty Ke 0OMEXKEeH1
JaHi MI0/I0 3aXBOPIOBAHOCTI y 3araiibHOI nomyJsiii. [3—7] [Ipu npoBeneHHI CKPHHIHTOBOTO
JOCIIJKEHHST y MIKOJSAPIB SMoHIi pu3uK BUHUKHEHHS HecTiikoi abo criiikoi 1T Oymno
BusBieHo B 0,2-0,8 Bumankis Ha 10000 miteit [9]. BuabmricTs 13 HUX (54%) 3HUKIU TIpU
MOJANIBIIIOMY CIIOCTEpPEXKEHHI 3a IMMHU JiThMU. Roggen Ta 1HIN Tpu MpOBEIEHHI
OJIHOIIEHTPOBOIO JOCHIKeHHsSI TpoTsaroM 10 pokiB BusABWIH, 1O 4acTtoTa criiikoi T
crtaHoBuTh 1,1 Bumagok Ha 100000 miteit [10]. TlomoBuHA 1UX MAIllEHTIB Majla CTPYKTYpPHE
3aXBOPIOBaHHS cepils, ToAl sk pemra BunaakiB LT O6ymu po3noaiiieHi Ha HeOHATaNIbHI,
171l0MaTHYHY JIIBOCTOPOHHIO Ta 1ionaTuyHy npaBoctoponHto LT, 6inbmicTs 3 Hux (53%)
MOXOJATH 13 MPABOro HITyHOUKa. JleranbHl Bunaaku, acouidosaui 3 T, BuHuKanu nuie
y TAIIEHTIB 13 CEPLICBUMHU 3aXBOPIOBAHHSIMH.

Takum ynHOM, IIIT y TUTHHU 31 CTPYKTYpPHO HOPMAJbHUM CEPLEM 3yCTPIYAETHCS
PIIKO 1 Ma€ COPUATIMBHIA MPOTHO3.

Kuiniuna npe3enrauis
IcHye psig MOXIMBHX TpPEACTaBiICHb AUTHHU 3 1AIOMATUYHUMU IUTYHOYKOBUMH

apUTMIsIMU, TIOYMHAIOYM BiA piakicHoi ektomii 1o Oe3nepepBHoi LIT; BoHM OynyTh
PO3TISHYTI 1HIUBIAYaIbHO.

2.1. IlepenyacHi NIUTYHOYKOBI KOMILIEKCH
[TIIK wacTto 3ycTpi4aroThCs y HOBOHApOKEHUX, HeMOBST 1 mitedd. Komu TTHIK
PIIKICHI Ta MMOOIMHOKI, BOHH PIJIKO TOTPEOYIOTh MOAANBINOT OIiHKH. OTHAK, KOJIA €KTOITis
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ctae yacrimoto, outbme 10% MK Bix ycix xommiekciB QRS mpoTsirom 24-rogMHHOTO
nepiony, 1e moTpedye MmoaaabIioro oocTexkeHHs. [logaTkoBe pilIeHHS MO0 TOTO, KOJIU
MPOJIOBKUTU OOCTEKEHHS, Take SIK exoKkapaiorpadis Ta aMOyIaTOPHUI MOHITOPUHT, 100
Bu3HauuT 10% naBantaxkenus [IIIK mporsrom no6u, BU3Hayae Jikap 3a HasBHOCTI
nexuibkox [IIIK na EKT abo npu ¢dizukansnomy orsiai. [Ipu BubGipmi - 10% exTormiit
BU3HAYAIOTHCS, SIK «4YacTl», a BU3HAYCHHS € HIDKYUM, HIK 3a3BUYail acOIIOEThCA 3
TUChYHKIIEI NUTYHOYKIB, aj€ 3[a€ThCsl PO3YMHUM IOPOTOBUM 3HAUEHHSIM [UJIS IIUJIeH
MOHITOPUHTY, BPaXOBYIOUH JICHHY MIHJIUBICTh YaCTOTH.

[Tommpenicty [IIIK y 3m0poBux miteil 3aiexuTh Bl Biky. bauseko 20%
HOBOHAPO/XKEHUX MAIOTh HEYCKJIaJHEHUH Mepelir MUTYHOUKOBOI €KTOIII1, 1110 CKIIAJAEThCS
3 omuopimamx [IIIIK ab6o kymneriB [1]. Y g;iTell scembHOTO Ta IMIKIIBHOTO BIKY
po3noscrokeHicTb [IIK 3umxkyerbes no 10% ta 3poctae qo 20-30% y migniTkis. Bennke
3HAYEHHS MAalOTh HaBaHTaXEHHS Ta CTymiHb ekrtomii [2]. Tak, y 3A0pOBUX XJIOMYHKIB-
MIJUIITKIB, MEHIIE HDK B 5% BHUIAAKIB MOXYTh 3yCTPIYAaTUCh HUIYHOYKOBI €KTOIIYHI
KOMILIEKCH 3 yacToToro 110 50 3a 100y, meH HiX B 2% - myabTudopmi [IIK, kynnerwy,
abo Hecriika HIT.

[Toxomxenns TIHIK 1 peakuis Ha (i3U4HI BOpPaBU TAKOXK MIUISITa€ PETEILHOMY
aHamizy. Jleski HmocCHipKeHHs BKa3yioTh Ha Te, 1o mnpurdidenHs [IIK ¢iznunumu
BIIPAaBaMM CBIAYUTH MPO OUIBIN JOOPOSKICHUHM mepedir, ajge MpUrHideHHs (Qi3UYHUMU
BIIpaBaMH HaCTUIbKH MOUIUPEHE, 1110 BaKKO BUKOPUCTOBYBATH L€ KpUTEP1i 11arHOCTUYHO.
[cayroTh noka3u toro, mo [TIK, sxi moxoasaTe 3 iBoro nuryHouka (Mopdosioris 6Ji0kaau
npaBoi HikKH mydka ['ica [RBBB]) Giib1ie iiMoBipHO perpecyroTs uepes neskuit yac [11].
[TIIK, sxi moxoAsTh BiI BHUXIAHOTO TpakTy mpaBoro nuiyHouka (RVOT) 3a3Buuait
noOposikicHl. OJHaK BOHU MOXYTh OYTH PaHHIMHU NpOsSBaMH APUTMOTEHHOI JUCIUIa3li
npaBoro nutyHouka (AJIIII). Takum umHoMm, kosu HaBaHTaxeHHs [IIIK mnepeBuiye
BIKOBI HOPMH, TaKOXX BaXKJIMBO OOCTEKUTH TALIEHTIB Ha HASIBHICTh MOKJIMBOi OCHOBHOT
narosorii. HoBa po6oua rpyna 3 miarnoctuku AJIITII 3umu3mna kputepii exromii 7o 500
nepeayacHux yaapiB 3a 24 roJAvHU B MAIlIE€HTIB, K1 MalOTh 1HII O3HAKH, 1[0 CTOCYIOThCS
AJIIII [12].

[IInyHOUYKOBa EKTOIIS MOXKE MPOSIBISATHUCS SIK 13071bOBAHOI0 €KCTPACUCTOJIETO, TAK 1
Hecrtiikoro LIT. IIBunkicte Hectiiikoi LT Moxke OyTH BaXXIMBOIO XapaKTEPUCTHKOIO, TTPO
Ky OyJie cCKa3aHo Jajii. Y 0€3CHMMIITOMHHMX MAIli€HTIB 3 YaCTOK €KTOITER CIIIJT CIIOCTEpIraTu
3a 3HIKEHHSIM cepiieBoi PyHKINT. Y pIAKICHUX BUIMAIKAX, SIKIIO KUTBKICTh MUTYHOUYKOBHUX
CKOpOYEHb 3HAaYHA, Y JAITEH MOXKE PO3BUHYTHCS ceplieBa TuChYHKIIIS, IMOBIPHO MOB’sA3aHa
3 JUCHHXpPOHI€0. JlaHuX Mpo Iie y JiTed ayXe Majio, aje JOCIIKEHHS y JOpPOCIUX
MIPUITYCKAIOTh, IO €KTOITIS B TAKOMY BUTIAIKY 3a3BHUYail CTAaHOBUTH mmoHanMenIe 10% Bixa
ycix komruiekciB QRS, a Ttakox mpu 3poctranni yacrotu [IIIK go 20-30% 3a mo0y
M1BULLYETHCS PU3HK PO3BUTKY AMCHYHKIIT HUTYHOUKIB [13, 14].

KoMIieKkCHO NITYHOYKOBY €KTOIII0 BHU3HAYAIOTh SIK OIFEMIHIIO, MYJIbTU(DOPMHY
eKTOoI110, KyrieTHy abo HenocTiiny LIT. [{i apuTmii MOXKYTh BUSIBUTU TIATPYMIY NAII€HTIB
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3 CEPICBO-CYAMHHUMH 3aXBOPIOBAHHSIMH, SIKI TIABUIIYIOTHCS PU3UK CMEPTI Ta PamTOBOI
cepueBoi cmepTi. Hani biddi Ta iH., BUKOpUCTOBYIOUN HAMO1IbIIIE MPOCTIEKTUBHE KOTOPTHE
JOCTIDKEHHSI TPAKTUYHO 30pOBUX 0CiO (yCl TpeHOBaHI CIIOPTCMEHU) BHUSBHIM YacTy
Ta/ab0 CKJIaJHY IUIYHOYKOBY €KTOIII0, IO MIATBEP/KY€E HU3bKY acollialliio JaHUX BUIIB
apUTMil Ta TOTAHWH MPOTHO3 3a BIJCYTHOCTI CTPYKTYPHHUX 3axXBOpIOBaHb cepis [15].
[IpoTte, perenbHa OIiHKA TaKUX MAIEHTIB € BUIPABIaHOI, OCKUIBKH Y KUJIBKOX TaIli€HTIB
OyJ10 1IarHOCTOBAHO Kap/110MIOIIaTiI0, a peECTpaIlis JBOHANPABICHOI IUTYHOYKOBOI €KTOMI1
a00 Taxikapii MOXke BKa3yBaTH Ha HasSBHICTh KaHaslonartii. JleranbHuil cCiMeHUI aHaMHe3
IIOZI0 PamTOBOi CMEPTI MOXKE CTaTH TPUBOAOM JJISl IMOAAIBIIOTO OOCTEKEHHS IIOA0
HAsIBHOCTI KaTeXOJIaMIHEPTi4HOI IUTYHOYKOBOI Taxikap/ii, cuHapomy AHaepceHa-TaBiis
Ta IHIIKX KaHajomatii [16].

2.2. IllpuckopeHuii ifioBeHTPUKYJISIPHUI PUTM

Y  nmopocnux kuibkicHl kputepii audepeniiooTs LT Big mnpuckopenoro
1TIOBEHTPUKYJIIPHOTO PUTMY, ajie y JITeHd BiKOBa BapiaOeibHICTh CHHYCOBOTO PUTMY
NEPeIIKO/KAE  BUKIIOYHO  KUIbKICHIA  Kkiacudikaiii, oOJHAaK, BUKOPUCTOBYETHCS
CHIBBIAHOIIEHHS 3 OYIKYBaHOI) CHHYCOBOIO YacTOTOW. BeHTpUKynsipHuiéi put™m
BU3HAYAETHCS, SIK MMOBUIBHIIIUHN, HI’K CHHYCOBHUM PUTM; 11I0BEHTPUKYJISIPHI PUTMH TTOA10H1
JI0 CHHYCOBOTI'0; a MPUCKOPEH1 1J1I0BEHTPUKYIISIPHI PUTMU TPOXH IIBHUIIIII, HI)K CUHYCOBHIA
put™, Bu3HaueHUM y mMexax 10% ocHoBHOI cuHycoBoi yactotu. IIIT Bu3Hauwaerbcs, sk
npuHaiiMH1 Ha 10-15% npuIIBUALLIEHHS O4YIKYBaHOI CHMHYCOBOI 4acToTH abo moHajn 120
yAapiB/XB. y CTapIIMX MiJNTKIB 1 MOJIOAuX JitoAel y crani cnokoro [3]. Ilpuckopenuit
1IIOBEHTPUKYJIIPHUNA PUTM, OYEBUIHO, € HACTIAKOM MOCHJIEHOTO aBTOMAaTU3My MIOKap/a
a6o cucremu ['ica-Ilypkinbe. He3Baxkaroum Ha Te, 1110 BOHU 3a3BUYail € JOOPOSKICHUMU, B
yMOBax METa0OJIIYHOrO MOPYUIEHHS, 11eMii a00 3aXBOPIOBAHHS MIOKapAa MOXYTh OyTH
NPOBICHUKAMM  OUTBII  3JIOSKICHUX  NUIYHOUKOBUX  apuTMmiid.  [Ipuckopenwii
17TIOBEHTPUKYJIAPHUNA PUTM HOBOHAPO[KEHOTO MOKE 3’ IBUTHUCSI B TIEPIIIl TOJMHH KUTTS, SIK
MIPaBUJIO, BUSBIIAETHCA Yepe3 N0 HEPETYISAPHUN PUTM ab0 y AUTHHH, KA 3HAXOJIUTHCS
miJ HArJasS0OM 3 1HIIOT NPUYMHUA. Y OE3CMMITOMHOTO HEMOBIATH, TPHU BUKIIOYEHHI
CTPYKTYPHOTO 3aXBOPIOBAHHS CEPIIs, @ TAKOXK 32 HASBHOCTI TEMIIEPaTyPHHUX, META0OIIUHUX
Ta EJEKTPOJITHUX MOPYIICHb, 11€ BBAKAETHCS HOOPOAKiCHUM siBHIleM. HoBoOHapokeH1 3
TOOPOSIKICHUM TMPUCKOPEHUM 1A10BEHTPUKYJISIPHUM PUTMOM HE MOTPEOYIOThH JIIKyBaHHS,
ajle iX CHiJ CHocTepiraTd TPHUBAJIO, MO0 MEPEKOHATHCS, 10 BOHHM 3aJUIIAIOTHCS
0C3CHMIITOMHUMHU, & PUTM yYCYBA€ETHCS, K OUIKYBAJIOCS, 3a3BUYAM ITPOTATOM IIEPIIIOTO POKY
KUTTS. [25,26]

[110BEeHTPUKYISAPHUN PUTM, MPUCKOPEHUN YM Hi, TAKOX MOXKE CIOCTEpIraTUCs y
JITEeH CTapIioro BiKy, 1 BiH BUIVISAAE TaK CaMO JIOCUTHb JOOPOSKICHUM 1, SIK TMPaBHIIO,
caMOCTiHHO 3HMKae. [27] Be3cMMNTOMHOIrO maiieHTa Ciijf CIOCTepiraTd Ha MpeaMeT
MOKJIMBOTO 3HWIKEHHS CEpIeBOi (PYHKINI, SK MPHU 4YacTii NMUTyHOUYKOBIM ekTomii. SIKIno
HABAHTAKCHHS NITYHOYKOBUX CKOPOYEHB € 3HAYHUM, Y PIIKICHUX BHUIMAIKaX y AITEH MOXKe
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PO3BUHYTHUCS ceprieBa AUCPYHKINIA, KA MOXKE OyTH CIPUYMHEHA TUCCHUHXPOHIE. Y IUX
BHUITAJIKaX MOXe OyTH IMOKa3zaHa aOJAIis NITyHOYKOBOTO BOTHHINA JUTSI BiAHOBIICHHS
CEpIeBOI CHMHXPOHHOCTI, 1 OyJI0O TPOJEMOHCTPOBAHO, IO BOHA BiHOBIIIOE HOPMAJLHY

cepueBy (ynkitito [17].

2.3. MoHoMop(Hi mJIyHOUYKOBI Taxikapaii

2.3.1. Taxixapois 6uxioHo2o mpakmy npagoco WiyHOUKa

Busnauennsa. Taxikappis BuxigHoro Tpakty npasoro nurynouyka (TBTIILL, RVOT) e
OJIHIEIO 3 HAWMOUIMPEHIMINX HUTYHOYKOBUX ApUTMIH, K1 CHOCTEPIraloThCs y MOJOIUX
namieHTiB, 1 ctaHoBUTh 60-80% ycix BumankiB IIIT [18]. Taxikapais HOXOIUTH Bif
TPUKYCHIJAIBHOTO KJaMaHa Ta KayJaJbHO JO JIEr€HEBOro KiamaHa, HalyacTile 13
3aIHLOTIEPETOPOJAKOBOTO BTy a00 BIJIbHOI CTIHKM MPaBOro HIIYHOUKA TPOXU HUKYE
JIEreHeBOro KkjamaHa. Piamie BorHuma Taxikapli MOXYTh BHHHMKATH 3 JUISTHOK Haj
JEreHeBUM KJIarlaHoM a0o mnooOimm3y mydka [I'ica. IlomibHy Mopdosorito MokHa
cnoctepiratu npu LT, mo moxoauTs 13 BUXiAHOTO TpakTy JjiBoro nuryHouka (BTJILI,
LVOT) a6o crynok aoptu. Taxikapis moHoMopdHa 3 Mopdoioriero QRS 6mokaau niBoi
Hikku mydka ['ica (JIHIIT, LBBB) Ta Biccto QRS, 1o cnpsimoBana nonusy (puc. 1). Hacto
CIIOCTepIraeThes Mi3HiM nepexia (>V3) y o HAX

H PP T e PaTTeETIE T TR PeRTITETaY ITPTTRPITeIaasy 51454

Puc. 1. 12-kaHanbHa ejeKTpoKapiiorpama, 3amMcaHa MiJg 4Yac TPHUBaJaoi igiomaTH4yHOI HIIYHOYKOBOI Taxikapaii, 1o
BHHHUKJIA 3 BUXiTHOT0 TPAKTy MPaBoOro NUIYHOYKA. BaxmMBUME eNeKTpokapAiorpadivHIMH XapaKTePUCTHKAMH I[bOTO MicIis
MOXO/KeHHS € mBHUAK] yaapu nepmux 40 mc mopdororii QRS (o o3Hauae HopManbHUI MioKapn), 6J0Kaza JTiBOT HIXKKH ITydKa
INca Ta Biccro, 10 HampapieHa ToHU3Y. BinBeneHHs | mo3uTHBHE y 1IbOMY MPHKIAI, ajle MOXKe OYTH i HETaTHBHUM

Mexanizm. HahimomupenimmM MmexaHizMoM Taxikapaii RVOT e aBromarusM, 1o
3aIyCKAEThCsl Yepe3 aKTUBHICTh, OMOCEPEAKOBAHY MUKIIYHUM aJ€eHO3MHMOHO(OChaTOM
(WAM®) [19,20]. Takum 4yuHOM, LI Taxikapli pearyroTb Ha aJ€HO3UH, OJOKaTOpU
KaJIbLIIEBUX KaHAJIB 1 -0JIOKATOPH 1 4YaCTO pearyloTh Ha MaHEBPH, sIKI 3MEHIIYIOTh PIBHI
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nukiiyHoro AM®, Bxmrodaroun BarycHi MaHeBpH. Pimko taxikapmis RVOT moxe O6ytu
HACJIIJIKOM aBTOMAaTHU3My ab0 TMOBTOPHOTO BXOAy, SIKI MOXYTh OyTH UYyTJIMBUMH abo
HEYYTJIMBUMH JI0 Bepanaminy [21].

Kniniuna xapaxmepucmuxa. Onucaso Ba KiiHiuHI BapianTu Taxikapaii RVOT, sxi
MOXYTbh OYTH CIIEKTPOM OJHOTO 3aXBOproBaHHs. HalinomupeHimmii BapiaHT CKJIaIa€ThCs 3
yactux [1IIIK a6o necriiikoi MoHOMOpdHOT LI T, 1110 BUHMKAE B CTaH1 CIIOKOIO a00 B MEePio
BIHOBJICHHS Iicisg (isuuyHoro HaBaHTaKkeHHs.[35-37] PiBeHb NIIYHOYKOBOI EKTOIMII
3a3BUYail 3MEHIIYEThCS MiJ Yac (pi3MUYHOrO HABAHTAXKEHHs. MEHII MOLIUpPEeHUil BapiaHT
MPOSIBIISIETHCS Y BUTIISAAI TpUBaIMX HMKIIB MoHOMOpdHOI 1T, Bukimmkanoi ¢izumuHUMU
BIIpaBamu abo crpecom. [38]

TunoBuii cepenHii BiK TPW 3BEPHEHHI CTAHOBUTh 8 POKIB, Yy MdITEH M0 POKY
cnocrepiraetbcsi pinko [4]. Taxikapais RVOT wactime BUHHMKae y >KIHOK, Ta ICHY€
I1JBUILEHA YACTOTAa BUHUKHEHHS 11€1 apUTMIi, OB’ A3aHO1 3 MEHCTPYaJIbHUM LUKIOM [22,
23].

CumnroMu ceprieOUTTss a0 Maike CHHKOIIE BUHHUKAIOTH MpuOIM3HO y 50%-67%
narienTiB [3,41]. CuHKOIlE € piIKICHAM SIBUINEM 1 MOBHHHO BHWKJIMKATH MiA03py Ha
anbTepHATUBHUI J1arHO3 abo acouiiioBany kapaiomionatito. Taxikapaiss RVOT y 25%-
68% BHITJKIB MOYKE MPOBOKYBATHUCS TECTYBaHHAM 3 (DI3MUHUM HaBaHTKEHHsIM [21].

VY Toit wac sk taxikapais RVOT, 3a3Buuail, BUHUKA€E y CTPYKTYPHO HOPMAIbHOMY
cepil, € TMOBIJIOMJIEHHS MpO CTPYKTYypHI aHoMmamii y BuxigHomy Ttpakti I[IHI, sxi
BUSIBIISIFOTHCA 3a J10MOMOTroro komm totepHoi Tomorpadii (KT) abo marHiTHO-pe30HaHCHOT
tomorpadii (MPT) [24, 25]. Bouu BKIII0UalOTh BOTHHILEBE BUTOHUYECHHS CTIHKHU MPABOTO
IUTYHOUYKa, CETMEHTapHl aHoMalii Ta XUpoBY iHOUIbTpamis y 25% AOoCHiHKyBaHUX.
3HaueHHsS UUX PE3yJbTaTiB CJIlJ IHTEPOPETYBATU B KOHTEKCTI CYBOPUX KpHUTEpIiB
niarnoctuku AJ[ITI, ockinbku B MUHYJIOMY OaraTbOM MAalll€HTaM 13 IUMHU HE3HAYHUMU
aHOMAUTISIMU HerpaBWIbHO maiarHoctyBam AJIITIHI [12].

Hudepenuianpia niarHoctuka Ttaxikapaii RVOT Bkitouae MioKapAuT, MyXJIWHH,
KITLIT, AJII, anomamito Yns abo imeMiuHy xBopoOy cepus [26, 27]. B omHomy
JOCIIKEHH] MOKa3aHo, 1o A0 14% uux taxikapii MOXKyTbh OyTH OB’ s13aH1 3 BUSIBJICHHSIM
BOTHMIIIEBOTO MIOKapauTy. BaxmuBo BpaxoByBatu miarHoctuky AJIIII, sika mosxe
BUMaraTH IMoJajbInoi OIIHKHU 3a JomoMororw curnai-ycepeanenoi EKI, exokapaiorpadii,
MPT ta/abo anriorpadii npaBoro nuryHouka. Lle 0co0MMBO aKTyallbHO JIJIsl TAIIIEHTIB 13
cuHKore npu (iznyHoMy HaBaHTaxkeHHi, yactumu [IIIK, anomansHor0 6a30B0ot0 EKI™ a60
TPUBOXKHOIO CIMEHHOIO ICTOpI€I0 PamToBOi cMepTi y Mmosiofgomy Bimi. Ha Bigminy Bix
taxikapaii RVOT, T, mo nor’s3ana 3 AJIIII BuHMKae vepe3 reentry 1 3a3BuUYail HE
pearye Ha aJlieHO3UH abo BarycHi mpoOu. Kpim Toro, nmuryHOYKOBI apuTMii, TIOB’si3aHl 3
AIII, moxyth maTu kinbka Mopdosoriii QRS, mo Bkaszye Ha Outbin gudys3He
3aXBOPIOBAHHS NIPABOro LITyHOUKa [28].

Inkonu LT 3 mopdonoriero QRS LBBB 1 HmxHbO10 Biccio Moke BuHukatu 3 LVOT.
LVOT raxikapaii MOXYyTb BHUHHMKAaTH 3 KOpPEHsS aopTH, O€3MepepBHOCTI aopTalbHO-
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MITPAIBPHOTO KJIamaHa, BEPXHHOI YACTHHU TIEPETHHKH JIIBOTO MUIYHOYKA, KIJIBIIS
MITpaJIbHOTO KJlamaHa abo emikapaiagbHOI MOBEPXHI MO X0y KOpOHApHUX BeH. MexaHi3m
UX Taxikapaid, OYEeBHIHO, 3yMoOBiIeHHH HAMD-onocepenKOBaHUM aBTOMATHU3MOM,
momioanM nmo Taxikapaii RVOT, xoda OUIBIIICTE 13 HUX MOXE OyTH HaCIiIKOM
aBTOMATH3MYy y MoJIoAmuX narieHTiB [21]. Taxikapais CTyJIOK aOpTH BUHUKAE YaCTIIIE 3
IIpaBoi KOPOHAPHOT CTYJIKH, HIXK 3 JIIBO1, 1 PIJIKO 3 HEKOPOHAPHOI CTYJIKH (puc. 2) [29].

OT 3 mopdonorieto QRS LBBB Ta BepxHBOIO BiCCIO pijlle 3yCTPIHYAIOTHCA Y
MOJIOJIUX MAIEHTIB, HIXK y gopociaux. DokalbHI apuTMIi, 1110 BUHUKAIOTh 3 OOKY Tina
IpaBoro MUTYHOYKA, BKIIOYAIOYM MEPEAHIO0 BUIBHY CTIHKY Ta KUIbLIE TPHUCTYJIKOBOTO
KJIallaHa, OMHCaHl Y IMAIll€HTIB 13 CTPYKTYPHO HOPMaJbHUM cepieM. MeXaHi3MU ITuX
Taxikap/ii moB’s3aHi 3 MABUIIICHUM aBToMaTH3MoM [30].

Jleski AochipKeHHs TMoKas3and, 1o Taxikapaii 3 mopdonoriero QRS LBBB 1
BEPXHBOIO BICCIO YACTIIIE ACOLIIOIOTHCS 3 MPUXOBAHUMH CTPYKTYPHUMHU aHOMAaTIsIMU

MPaBOro MUTYHOYKA, 1 TOMY HEOOX1HO MTPOBECTHU A€TAIbHE 00CTEKEHHS 110,10 PopMyBaHHS
AJITII [31].
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Puc. 2. InionaTuyHa HIJIYHOYKOBAa apuTMisi MOKe BHHHUKATH 3 BHUXIIHOTO TPAKTy JiBOro uuIyHouka. HaiiGinbin
MTONTMPEHIMH MICIISIMH € TIpaBa Ta JiiBa KopoHapHi cTyiku. IlopiBasHO 3 BUHOCHNM TpakToM 1111, Buxinnuii Tpakt JIIII Ha piBHI
KOPOHAPHUX YamioK € Oimpm ypa3nmuBuM. OCHOBHMM BIUTMBOM Isoro postamryBaHHsS VT nHa EKI € Oumpmr panHii
IIpeKapaiadbHAi mepexia 3yons R (0CKiabKHM MicIe MOXOKEHHS pO3TalIoBaHe ONMKYe 10 3aJHBOT0 O0KY). Y IbOMY IpHKIai
nepenyacHe CKOPOYEHHsI MUTYHOUYKIB MatoTh Mop(osorito 6J0kaay J1iBoi HiXKKHM mydka ['ica Ta mepeaHio Bich, aje mepexigHe
BiZiBeJIeHHS € V3 (paHimie, HiX THUIOBA Taxikapais BuHocHoro Tpakty I1111); € Takox mupokuii 3ydens R y V2.

Ilpupoonuii  nepebie. llpuponnii mnepebir Taxikapaii [IBI, 3a3Buuaii, €
TOOPOSIKICHUM 13 XOpOIIMM JIOBTOCTPOKOBUM MPOTHO30M. CTIOHTaHHA pEMicCisi MOXKe
BUHUKHYTH Y 5-65 % Nalll€HTIB, Y IHIIKX MALIE€HTIB 3 4ACOM CIIOCTEPIra€ThCs 3MEHIIEHHS
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HaBaHTa)XeHHs apuTMieio [4, 9, 32]. Illupokwuii aianma3oH 3apeecTpOBaHUX PIBHIB peMicii,
MOXJIMBO, TIOB’SI3aHWK 3 BIKOM TIOSIBU 3aXBOPIOBAHHS, MPU YOMY MPAKTHYHO B YCIX
HEMOBJIAT CIIOCTEPIraeThCs CIIOHTAaHHE OAYKaHHS, a y CTapIIUX JiTei Oiblia TMOBIPHICTh
nepcucTeHIlli. € MoBIMOMJIEHHS MPO PIAKICHI BHUIAJKA PANTOBOI CMEPTI 3 MOKJIHBOIO
imionatuyHoro Taxikapaiero RVOT. Yei 1 3BiTH nepeaytoTs Hamomy po3yminHio AJITIHIT
Ta OUIBIII TOYHHUX MEXaHI3MIB TaxiKap/aii; AHaII3 MUX JOKYMEHTIB CBIIUYUTH IPO Te, IO I
BUIQJIKHY, IIBUJIIE 32 BCe, OyJIM MOB’sA3aH1 3 HEPO3Mi3HAHOIO Kapjiomionariero. HemapHi
JOCITIDKEHHS TTOKa3ad BIJICYTHICTh CMEPTHOCTI MPOTATroM 80 MICSIIIB CIIOCTEPEKEHHS Y
JITeH 31 CTPYKTYpHO HOpMaJbHUM cepiieM [4, 33].

2.3.2. Cmitixa wiyHou4Ko8a maxikapois y epyoOHOMY 8iyi

Buznauenna. s pinkicna ¢opma LT BuHukae B auTuHCTBI. € 3a3BU4Ai
MOHOMOpP(QHA 1 HaifyacTilIe BUHUKAE 3 JIBOTO IITyHOUKA.

Mexanizm. MexaHi3MOM BUHUKHEHHS IIi€l Taxikapiii € aBromaTu3M. BoHa moxke
OyTu acoiliiioBaHa 3 MyXJIMHAMH IITYHOYKIB, 200 130JIbOBAHUMHU TramMapToMaMu (ITyXJIMHU
kinituH [lypkinbe), a60 OuUTbII AW(PY3HUMU TICTIOMUTOINHUMH YH JIIMQOIMUTOITHUMU
nyxsimHamu [34]. Lle Takoxx Moxke OyTH MOB’SI3aHO 3 TOCTPUM a00 XPOHIYHUM M1OKApIUTOM
y Iy’Ke MOJIOAMX maiieHTiB. Y 50% marieHTiB KOHKPETHA PUYHUHA HE BUSBICHA. [6]

Kniniuna xapaxmepucmuxka. KiniHiYHMA 1epelIr XapaKTEpU3Y€eTbCA  CTIHKOIO
taxikapziero 3 YCC nepinko Outbme 200 ya/xB. JliTH cTapuioro BiKy 4YacTille MaroTh
cuMITOMHU cepreBoi HegoctatHocTi [5]. besmepepna LT Oinbme 80% Bl ycix
koMIiekciB QRS mpoTsiroM 100M Moke MPU3BOAMTH 0 BUHUKHEHHS TaxXiiHAYKOBAHOI
Kapaiomionartii. [6]

Ipupoonuii nepebie IIIT. Y HEMOBISAT MOXJIUBUN CHOHTAaHHUN perpec TaxXikapmii
npoTsiroM 1—2 pokiB, aje AesKi TOCTIKEHHs BKa3yloTh Ha CMEpTHICTH 10 15%. [34].

2.3.3. Immpagacyuxynrapna eepanamin-yymauea Ye-entry maxikapoia — abo
ioionamuyuna LT

Busnauennsa. IntpadacuukynspHa BepanaMia-uyTJiMBa pIGHTpl Taxikapis ado
imiomatnuna [T BuHMKae Bif cepeaHBOI 10 BEPXIBKOBOI YAaCTUHU TEPETHHKU JIBOTO
nuryHouka. Ha 1 wactky mpunazgae 10-15% IIT. Taxikapaiss MoHOMOpdHA 3 MOP(OIIOTI€0
QRS RBBB, Bick QRS mepeBaxxHo cmpsiMoBaHa Bropy. BiIxwieHHs oOCi BMOpPaBo
crioctepiraerscs B 5-10% Bunaaxia.
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Mexanizm. BBaxkaeTbcsi, MO s Taxikaplig CIPUYMHEHA KOHTYPOM IOBTOPHOTO
BXOJly TNOONM3y 3aJHbOI TIIKKM JiBOI HUKKM Mydka [ica, 1 11 3a3BM4Yall Ha3UBAIOTh
dacuukynsaproro T [35]. Baxkamocs, mo HUIAX HPOBEACHHS BKIIOYAE aHTETPaIHy
MPOBIJIHICTH JOHU3Y TI0 JIBOMY ITyYKY, a TIOTIM PyXa€ThCsl BIOPY B3JIOBXK CYCITHBOT T'UJIKH
MPOBITHOT TKAHUHM. XapaKTEPHO, 110 115 TaXiKapIis 4yTIuBa J0 Beparamiiay Ta 1HO1 MOXKe
pearyBaTy Ha aJICHO3MH, IPOTE HE UyTJIMBA JI0 BaryCHUX mpoo [36].

Kniniuna xapaxmepucmuxa. Y KIHIYHOMY mepeOiry HalyacTillle CHOCTEPIraroThCs
TpuBaJll a00 HeTpuBaii emizoau MoHoMmopdHoi 1T, BUKIMKaHOI cTpecoM abo (hi3MYHUM
HaBaHTa)XECHHsM. YacToTa Taxikap/ii kommuBaeThes Bia 120 1o 250 yn/xB, 3a3Budaii Bij 150 10
200 yn/xB. Taxikap/is, sIK IpaBUIIO, JOOPE MEPEHOCUTHCS, OCOOIMBO TIPH OLIBII MOBIIBHUX
Temmax. Taxikap/is BUHUKAE y XJIOMUYUKIB YacTille, HDK y MIBYATOK, MPUUOMY ii IMOYATOK
YaCcTO TPAILIETHCS B MTITKOBOMY Billl. [74] BuIbIicTh Nalli€HTIB MArOTh JISTKI CUMITTOMHU
cepueOUTTss abo 3amaMOpOYEHHS Ta PIIKO OOMEXKEHI B AaKTHBHOCTI 4epe3 TaXIKapito,
CHPUYHMHEHY (DI3MYHUM HABAaHTAKEHHSIM.

Llepebiz LLT. Tpupoaniit nepedir igionatuunoi 1T, 3a3Buuaii, € JOOPOSKICHUM MPU
camocTiiHii perpecii Hanaaie IIT. € pigkicHi nosigomneHHs: npo PCC 3a HasBHOCTI
Taxi1HyKOBaHOi Kapaiomionatii [33, 37].

2.3.4. Re-entry maxixapois niscku nyuxa l'ica

Busnauennsa. s Taxikapais 4acTo BHHHMKAae BHAcHiAok xBopoOu ['ica-Ilypkinbe,
OB’ A3aHO1 31 301IBIIEHHAM (JIMJIATaII€r0) JIIBOTO NUTYHOUYKA Ta CEPILIEBOIO HEIOCTATHICTIO.
Bona Moe crocTtepiratucst y MOJOJUX MAaLI€HTIB 13 MIOTOHIYHOIO TUCTPO(DIErO, y SKUX
YIOBUIbHEHA MPOBIAHICT y cucTeMl [ica-IlypkiHbe 1 € THUIIOBOI, HE3BAKAIOUM HA
30epexkeny GyHkKIlito giBoro nuryHouka [37, 38]. Buxigna EKI 3a3Buuail Bkazye Ha O3HAKU
xBopooOu I'ica-Ilypkin’e, Taki sk HecneuudiuHa 3aTpUMKa MIKILTYHOYKOBOI MTPOBIAHOCTI
a6o nmonosxkenus PR, IIIT monomopdna 3 mopdororiero QRS LBBB 1 BepxHbOIO BicCHO.
Menmn nomupenoro € mopdosoriss QRS RBBB 3 HmxHBOIO Bicclo.

Mexanizm. 3BUualiHuil KOHTYpP MMOBTOPHOIO BXOJy Iepeadadae pyx BHU3 IO MpaBid
HIXKI my4Ka ['ica, mepeTHHaHHS Mepe UKy 0T BEpXIBKU Ta MPOCYBAHHS BrOPY 10 OCHOBU
yepe3 By HiXKY mydka [ica. Ilydok ['ica aktuByeThCs peTporpaiHum crocodbom [6].
MeHill nmomupeHuii KOHTYp MOBTOPHOTO BXOJy PYXA€ThCSA B MPOTUIICKHOMY HAMPSIMKY,
pyXarouuch Bropy o npasii ruil my4ka ['ica uepes nepenuiky Oiisi OCHOBHU 1 BHU3 I10 JIiB1i
riam myyka [Mica. Y piaKiCHUX BUIMMaIKax OMUCAHO JIAHIIOT TOBTOPHOT'O BXO/Y, 1110 BUHUKAE
B NIEPEIHHOMY Ta 33JHHOMY Iy4KaXx JIiBOi HIKKM myuka ['ica.

Kniniuna xapaxmepucmuxa. Taxikapmia re-entry Hixku mydyka ['ica pinko
3yCTpIYa€ThCsl HABITh y Jopociux. Ll apuTmis yHiKaJibHAa THM, 10 BOHA 3aJEKHUTh
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BUKIIIOUHO BiJ] CHIEI[IaJIi30BAHMUX MPOBIIHUX CHUCTEM 1 3a3BUYAN 3yCTPIYAETHCS Y MAIIEHTIB
3 PO3BHHEHOIO CTPYKTYPHOIO XBOopoOoro cepus [7]. Ll Taxikapmis He Oyna ommcaHa y
MOJIOJIUX TAIIIEHTIB 13 CTPYKTYPHO HOPMAJILHUM CeplieM, ajie Oyia olmrcana y Mali€HTIB 13
xBopoOor ['ica-Ilypkinbe, MOB’s3aHO0 3 MIOTOHIUHOKO aucTpodieto [8]. Cummromm
BKJIFOYAIOTh CepLIeOUTTS a00 3armaMopodeHHS, KoM (PYHKIIIS JIIBOTO MIJTyHOUKa 30epekeHa,
ayie cWHKoIe abo CepIeBO-CyIMHHUN KOJalC € MOMUPEHUMHU TPU 3HIKEHHI CepIieBOl

byHKIII.

Ilpupoonuii nepebic Taxikapii re-entry Hixxku mydka ['ica 31€017IbIIOTO 1TOB’ SI3aHUM
3 OCHOBHHMM 3aXBOPIOBaHHSAM. Y TAIlI€EHTIB 3 MIOTOHIYHOIO AUCTPO(]I€I0 MOBIIOMIISIOCS
npo nporpecyrouy xBopoOy ['ica-Ilypkinbe Ta mi3Hii PO3BUTOK OJIOKAIN CEPIIS.

Tabauusa pexomenaamniii 1 — Pexkomengamii mo10 BeieHHA MAIIEHTIB 3i
LUIYHOYKOBOIO TaxiKapai€ro

Kaac PiBenn
Pexomenaamii pPeKOMeHIalii | J0KAa30BOCTI

HeMmoBnsiTaM 1 JITAM 13 M1103pOI0 HA HUTYHOUKOBY
aputMito HeoOx1HO npoBecty EKT" y 12 I C
BinBenennsax, ExoKI', 24-ronuuauii

amOynaTopHuii MoHiTopuHr EKI' ta 310patu
NEeTaIbHUI 0COOMCTHUHN 1 CIMEMHUN aHAMHE3

HeMmoBnsita Ta it 3 rOCTPOIO0 MYIHTU(HOPMHOIO
a00 KOMILJIEKCHOIO BEHTPUKYJISIPHOIO €KTOTIEI0 I C
a60 nmonimopdHoro LT nmoBuHHI poiTH
nabopaTopHe 00CTEKEHHS, SIKE BKITFOUAE
MeTa0oJIIYHY MMaHelb 1 TOKCUKOJIOTTYHUN CKPUHIHT

JiTsaM 13 MyJabTU(HOPMHOIO 00 KOMIUIEKCHOIO
[IUTYHOYKOBOIO €KTOIIEI0 PEKOMEHI0BAaHO
IIPOBOJUTHU HABAHTAXXYBAJILHUN TECT, IIPU I
CTaO1IbHOMY CTaH1 JUTUHHU, SIKIIO BITUYBAETHCS,
10 IUTHHA 3/]aTHA CIIBIIPAIIOBATH 3 TAKUM C
TECTYBaHHSIM Ta B 1HIIIOMY BUIAJKY BIAMOBiAa€E
BCTAHOBJICHUM KPHTEPIsIM IS
HaBaHTAXXyBaJIbHOI'O TECTYBaHHS
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JI1st HeMOBJIAT 1 IITEH 13 paHiiie
3aJJOKyMEHTOBAHOI YaCTO TYHOYKOBOIO
EKTOITI€0, @ TAKOXK y pa3l MiATBEPKEHHS a00
CEpHO3HOI MMiI03pH Ha TPOJOBKECHHS SKTOMI1
PEKOMEHY€ThCS MOoAabIe 24-roTMHHAE
amOynatopue EKI'-moHiTOpHHT

HaBanTaxxyBanbHUII TECT MOKE OYTH KOPUCHUM Y
JITEH 31 CTINKOIO YaCTOI0 MUTYHOYKOBOIO €KTOIIIEI0
a00 TaxiKapai€r0 BUX1THOTO TPAKTY, SIKIIIO
B1/IUYBA€THCH, 10 TUTHHA 37aTHA CITIBIIPAI[IOBATH
3 TAKMM TE€CTYBAHHSM 1 1HIITUM YMHOM BIJIITOBITa€
BCTAHOBJICHUM KPHUTEPIsIM IS
HaBaHTAXXyBaJbHOT'O TECTYBaHHS

IIa

[Tpuznauenns MPT mMoxe OyTH KOPUCHUM Y
HEMOBJIST 1 11TeH 13 0e3nepepBHOI0 a00 CKIIaIHOIO
(dhopMOI0 NITYHOUKOBOT €KTOIi a00 Taxikapii sk
YaCTUHA OLIIHKY MOKJIMBOTO MIOKapJIUTy y
MaIll€HTIB, SIKI BBAXKAIOTHCS JTOCTATHHO
CTAOUTLHUMM J1J11 0€3MEYHOTO MPOXOKEHHS
TECTYBaHHS

ITa

MPT mosxe OyTH KOPUCHHUM Y JiTeH 31
[IUTYHOUYKOBUMU apUTMISIMU, Y SIKUX € KIIIHIYHA
M17103pa Ha ApUTMOTEHHY JMCIUIA310 MPaBOTO
nutyHouka (AJIITII)

IIa

MPT moxe OyTH TOUIIBHUM y CTapIIMX HEMOBJIIST
13 HIUTYHOUKOBUMHU apUTMISIMHU, Y SKUX € CUJIbHA
KJIiHIYHA migo3pa Ha A I

I1b

SAECG Moxe Oyt TOUUIBHUM Y JIITEH 13
[UTYHOUYKOBUMU apUTMISIMH, Y SIKMX € KJIIHIYHA
migo3pa Ha AJITIII

I1b

Hiarnoctuune EDJ 6e3 Hamipy kaTeTepHOi
a0JISIIIiT He peKOMEHI0BaHa IS JTiTeH 13
[IUTYHOUYKOBUMU apUTMIsIMU Ta Tiepe10aqyBaHO

I1I
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CTPYKTYpPHO HOPMAaJLHUM CEpIIEM, 32 BUHATKOM
0COOJIMBHUX 0OCTaBUH, OOTOBOPEHHX Y TEKCTI

MPT He pekOMeHAYETHCSI HEMOBJISITaM 13 II C
IIPUCKOPEHHUM IIUTYHOYKOBUM PUTMOM
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and the prevention of sudden cardiac death. Developed by the task force for the
management of patients with ventricular arrhythmias and the prevention of sudden
cardiac death of the European Society of Cardiology (ESC). Endorsed by the
Association for European Paediatric and Congenital Cardiology (AEPC) (2022)

3. Buznauenus
3.1. [lixBuau MUTYHOYKOBUX ApUTMIil

llepeouacnuii  winynoukosuii  komniaexkc (IIIIK): mnepemuacHe BUHUKHEHHS
aHomaiibHOTO KOoMIUIekcy QRS (TpuBamicte 3a3Buyaii >120 mc, 3ybenp T, 3a3Budaii,
LIMPOKUI Ta [ucKopAapTHU BiaxuieHHIo QRS, BiacyTHIN nonepeaHiit 3yoeus P).

Vuigpoxanvni abo monomopghui IIK: TTHIK 3 equnoro mopdomnoriero QRS.

Mynomugoxanvruti, myremughopmuuti abo noarimopghuuit IIIK: TIIK 3 pi3uumu 3a
Mopdodtoriero QRS kommiekcamu.

Pannin HIIK: TIIK, sxuil HammapoByeTbesa Ha 3y0ens T nmonepegHboro KOMIUIEKCY.

LlInynouxosa maxixapois (LLT): >3 nocnigoBHUX yAapiB 13 yacToToro Ounbiie 100
yJI/XB TIOXOJSTH 13 IIJTYHOUKIB, HE3AJIEAKHO BiJ] TIEpPEICcEepb Ta aTPIOBEHTPUKYISIpHOI (AB)
BY3JIOBO1 MPOBITHOCTI.

Hecmitika wnynouxkosa maxikapois (HIIT): mociaigoBHe CKOPOUEHHS IITYHOUYKIB BiJI
3 ynapis 1o 30 c.

Monomopgua winynouxkosa maxixkapoia (MUIT): oqnakoBa mopdosoris QRS mig yac
TaxikapIii.

Llonimoppna winynouxosa maxixapois (I1LLT): piznomaniTHa mopdosoris QRS iz
yac Taxikap/ii.

Cmitika moHomopgna/nonrimopghua winyHoukosa maxikapoisn: OesnepepHa LT
npotsrom monaimMenie 30 ¢, abo sika BUMarae BTpy4aHHs U1 11 IPUIUHEHHS.

Jleonanpaenena winynoukosa maxikapdis: YepryBaHHA yIapiB 3 Pi3HOHAMPABICHOIO
¢pontanpHOl0 Biccto QRS (Hampuknaz, npu  KaTexoJamiHEpriyHid noaiMop@Hii
nutyHoukoBidt  Taxikapaii  (KIILLT), cunaapomi AxnepceHa-TaBins, 1HTOKCHKaIii
JTUTOKCUHOM, TOCTPOMY MiOKap/InT1).

LlInynoukosa maxixapoia Torsades de pointes: miarun nomximopduoi LT y miteit 3
nojoBxkeHHsM 1HTepBay QT 13 mocTiitHOIO 3MiHOIO KomIuiekciB QRS, ski 3maroThes
criipaJibHUMH HaBKoJI0 0a3oBoi JiHii EKT.

Diopunayis  waynouxie  (®@II): XaoTUYHUN PUTM 13  XBUJICTIOAIOHUMU
HEPETYJSIPHUMH CKOPOYCHHSIMU 32 4acoM 1 Mopdosiorieto, 0e3 TUCKPETHUX KOMIUICKCIB
QRS na nosepxnesiii EKT.

Enexmpuuna 6yps (EB): IIT mo BimOyBaeThes 3 abo Oijiblie pasiB mpotsrom 24
roJIMH (3 1HTEpBAJIOM NpPUHANMHI 5 XBWIMH), KOXHA 3 SIKMX BHUMAarae BTpy4YaHHS Jis
IPUITMHEHHS.
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besnepepena IIIT: 6e3niepepsHa criika 11T, ska mBUIKO pelUINBYE, HE3BAKAIOUH
Ha TTOBTOPHE BTPYYAHHS JIJIsl IPUITMHEHHS, TIPOTATOM KiJTbKOX T'OJIHH.

3.2. PanroBa cepueBa cMepTh

PanroBa 3ynmuka cepusg (P3C): panToBe NpPUNMHEHHS HOPMAJIbHOI CEpPLEBOI
TISUTBHOCTI 3 TEMOJMHAMIYHUM KOJIAIICOM.

PanroBa cepueBa cmepts (PCC): panTtoBa mnpupogHa CMEPTb, NPUYHHOKO SKOI
BBAXKAIOTHCSl CEPLEBO-CYAMHHI IMOJIi, 10 HACTA€ MPOTITOM OJHIE€I TOAUHU MICIS MOSIBU
CUMIITOMIB B OYEBUJAHMUX BUIAAKAX 1 IPOTATOM 24 rOJIMH MICHsI TOTO, IK BOCTAHHE OauniIu
namiedra xuBuM. PCC y Bunaakax ayToricli BU3Ha4a€ThCs, SIK IPUPOJIHA PAIITOBA CMEPTh
HEB1JI0MOi a00 cepIieBOi MPUUYNHHU.

PanToBa He3po3yMina cMepTh: HE3pO3yMiJia PalToOBa CMEPTh, L0 cTajacs y IUTUHU
crapuie 1 poky.

Cunnpom pantoBoi autsdoi cmepti (CPJC): He3po3ymina panTtoBa CMepTh, sSKa
BUHHMKA€E Yy JUTHHM MOJIoOAmE 1 pOKYy 3 HEraTUBHOIO MAaTOJOTOaHAaTOMIYHOIO Ta
TOKCHUKOJIOTIYHOIO OLIIHKOK) Ta HETaTUBHOIO CYJ0BO-MEIUYHOIO €KCIEPTU30I0 00CTaBUH
CMEPTI.

Cunapom pantoBoi aputmiudoi cMmepTi (CPAC): He3po3ymina panToBa CMEPTh, 1110
HacTae y JUTHHM cTapme | poKy 3 HEraTMBHOI NATOJIOTOAHATOMIYHOK —Ta
TOKCUKOJIOTTYHOIO OLIHKOMW. [Ipumimka: € CUHOHIMOM OO0 «panmosa He3po3yMIila CMepmb
3 He2amuHUM pe3yTbmamom PO3MUHY Y.

3.3. Cunkomne

Cunkorie 0€3 MOSICHEHHsSI TMPUYMHMU: TUMYAcoBa BTpaTa CBIAOMOCTI BHACIIJOK
nepebpanpHOi rinonepdysii, sika XapaKTePU3YEThCA IIBUJIKUM IOYATKOM, KOPOTKOIO
TPUBAJIICTIO Ta CIIOHTAHHUM ITOBHUM BIJIHOBJICHHSIM, ajieé 0€3 MOSICHEHHS NMPUYUHU ITiCIIS
3BUYAHOTO oOcTexeHHs. Obcmedicenns ma oughepeHyiina O0iacHOCMUKA HABEOeHI 8
Pexomenoayisx ESC 2018 poky wooo diacnocmuku ma aiKy8auHs CUHKONe.

Apummiyne cuHkone. [K 3a3HAUYCHO BHIE, AYyXK€ MIiF03plIe W00 MEPEMiXKHOI
Opamukap/ii, IIBUIKOI CYNPaBEHTPHUKYJSAPHOI Taxikapiii abo aTpiOBEHTPUKYISPHOI
Taxikapiii.

3.4. CneniaizoBaHi HeHTpH

Mynemuoucyunninapri komanou. MyIbTUIMCUUITIIHAPHA KOMaH 12 (paxiBIiB Pi3HUX
CHEIIaTbHOCTEH XapaKTePU3YETHCS BIAKPUTHM CIUIKYBaHHSM, MO3UTUBHOIO CIIBITPAIEIO 1
JEPCTBOM, BIAMOBIIHUMHU PECypCaMU Ta TTOETHAHHAM HaBUYOK. [[pUHAHATTA pimieHb Mae
OyTH CIIUTBHUM JJISI KOMaH/IH.

Cneyianizosanuti yewmp KamemepHoi aobaayii IIIA: TamieHTH Ta CKIAIHICTh
nporenypu ayxe pizHi. JleskuMm marieHTaM moTpiOeH OUTbII JOCBIMYEHUN omepaTop 1
IEHTP 3 OUTBIIMMU MOKJIMBOCTSIMH, IO OUIBII IMOBIPHO JIJIsl TIAIIEHTIB 3 HEIIIEMIYHOIO
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eTioJoriero 3axBoproBaHHA. Criemiani3oBaHU LEHTP Mae MpUHAMHI OAHOTO (axiBIs 3
BIJIMOBITHAM JTOCBIJIOM BTPYy4YaHb, SIKI MOXKYTh 3HAQJIOOUTHCS IS YCIIIIHOT TPOLETypH
(HampuKIaa, Yepe3UIKIpHUM eniKapAlalbHUN TOCTYI). Y LEHTP1 PEryJsIpHO MPOBOIUTHCS
karerepHa abssist LT npu ctpykrypHux 3axBoproBanHsax cepisd (C3C). Kpim Toro, mieHTp
Ma€e HEOOX1JIHI pecypcH i JiKyBaHHS 3aXBOPIOBaHb, CYNMyTHIX XBOPOO 1 MOTEHINIHHUX
YCKJIATHeHb y TAIlI€HTIB, K1 MPOXOJATh cKiIaaHy aomsmito IIIA; me BkiIrouae ekcrepTHi
3HaHHA Yy cdepl 1HTEPBEHIIIHHOI KapaioJiorii, HEBIAKIAAHE PO3MIIICHHS MEXaHIYHUX
IPUCTPOIB IS MIJATPUMKH KPOBOOOITY Ta KapAloTOpaKabHY XIpypridyHy IMiJATPUMKY.
BpaxoBytoun pi3Hy IOCTYIHICTh y €BPONECHCHKUX KpaiHax, Kpalle JiKyBaTH CKIaJIHHUX
MaI€HTIB y IEHTP1 3 HAMOUIBII TOCBITUCHUMHU JIIKapsSIMHU Ha PO3yMHIN BiJCTaHI.

3.5. I'enetuka

llamoeennuu eapianm ma UMOGIpHUL Namo2eHHuu eapianm: AMEPUKAHCHKUN
KOJIEPK MEIMYHOI F€HETUKHU HaJaB OCHOBY JIJisi 1HTEpIpeTarii MpUYUHHO-HACTIIKOBUX
3B’SI3KIB 3aXBOPIOBAHHS 3a TEHETHMYHHMM BapiaHTaMH, CTAaHIAPTU30BAHMMU Yy KJIAcH.
['eneTnuni BapiaHTH, SIKi, IMIBUJIIE 32 BCE, CIPUYUHSIOTH aCOIliiiOBaHE 3aXBOPIOBAHHS,
Ha3UBAIOThCA V, «namozennumuy», 1 1V, «iimosipno namoeenunumu.

Mymauyis: el TepMiH BUKOPUCTOBYETHCS y IBOMY JOKYMEHTI JUIsl TO3HAYCHHS
BapianTy kiacy [V abo V.

Bapianm nesusnauenoeo 3nauenns.: 3MiHa MOCHIIOBHOCTI JI€30KCUPHOOHYKIETHOBOI
kuciotu (JJHK) rena, sika 3aBi1loMO BILUIUBA€E HA 3/0POB’sI JIFOAUHHU.

4. EnigemioJioriss pantoBoi cepueBoi cMepTi, NOiHPOPMOBAHICTh HACEJICHHS Ta
crpaTudikauiss pusuKy

4.1. llommpeHicTh panToOBOi CepUEBOI CMEPTI

PCC e npuuunoro npubauzno 50% ycix cMepTei, 3yMOBJIEHUX CEPLEBO-CYUHHUMU
npuurHamu, npuaomy 10 50% € meprimM mposiBOM ceplieBoro 3axpopioBanHs [1-6]. B
1meani Bunmaaku, nigo3piai Ha PCC, cnin imeHTudikyBaTu 3 6araThoX JKEpen 1 MpOBECTH
ayTOIICIIO, KA € HEOOXITHOIO AJI JOCTOBIPHOTO BUKIIFOUEHHS IHILIMX CEPUEBHX MPUYMHU
panrroBoi cmepTi (PC).

Bumankn PCC 1omMiTHO dYacTimmaroTh 3 BIKOM. 3 Jy)K€ HH3bKOIO YacTOTOIO
3axBoproBaHocTi B AUTHHCTBI (1 Ha 100 000 smrouHO0-pokiB) [7-9], cepen ocid cepenHbOro BiKy
(Ha I’ATOMY Ta IIOCTOMY JCCATHITITTSX KHUTTS) 3aXBOPIOBAHICTH CTAHOBUTH MPUOIM3HO 50 Ha
100 000 smomuuo-pokiB. [10-12]. Ha BocbMOMY AECATHIIITTI KHUTTSI BOHA JOCATAE IIOPIYHOT
yactotu npurHaimHai 200 Ha 100 000 mroxuHO-pokiB [2]. Y Oyab-skoMy Billi 4OJOBIKHA MalOTh
Bunry 4actory PCC mopiBHSHO 3 >KIHKaMH, HaBITh TICISl TOMPABKA Ha (DAKTOpU PHU3UKY
imemMiyHoi xBopobu cepus (IXC) [6, 13-15]. ETHIuHE NOXO/DKEHHS TaKOXK Ma€ BEIIMKE
3HaueHHs [16, 17]. 3a ominkamu ekcneptis, 10-20% ycix cmepreit y €Bpomni € PCC [18, 19].
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[Tpubmm3aO 300 000 "romeli y €Bporti MaroOTh MO3aroCiTATBHY 3YIIMHKY CEPIIf, SKY IMOPOKY
JIKYIOTh B CHCTEMI HEBIKIIQHOT MeM4IHO1 ormomoru [20, 21].

VY kpainax 3axony emnigemionoris PCC ticHo moB’si3ana 3 IXC, ska cranoButh 75-80%
BunankiB PCC [22]. Xoua mommpenicts [XC He 3MeHIIMIACS, CHOCTEPIra€ThCs 3HAYHE
3HIKEHHS cMepTHOCTI BHacimok IXC. 3BiTu moka3yroTh, mo Bumagkd PCC 3HMKYIOThCS,
[22-24], ane pwsuk PCC, sk yacTku 3araJibHOi CMEPTHOCTI Bijl CEpIEBO-CYIUHHUX
3aXBOPIOBaHb MOKE 3pOCTH [25, 26].

Xoua peryisipHa (pi3MyHa aKTUBHICTH KOPHUCHA JIJISI CEPIICBO-CYIMHHOI CUCTEMH, OYII0
NIOKa3aHo, 0 BHUIAJKH PANTOBOi CEPIIEBOI CMEPTiI B OKPEMHX Tpynax HACEICHHS MOXKYTh
BIIOYBAaTUCh TIPU 3aHSATTI CHOPTOM, OCOOJIMBO TPU EHEPridHHUX 3aHATTAX Mia Yac ado
He3a0apoM Ticist TpeHyBaHHs [27-33].

4.2. llpyyuHu panToBoi cepueBoi CMePTi y Pi3HUX BIKOBHX Ipynax

3axBoproBaHHs ceplid, MoB’s13aH1 3 PCC, BIIP13HAIOTHCS B 3aJIEXKHOCTI B BIKY JIFOJJUHHU.
VY Mosoux JII0Jel nepeBakaroTh MEPBUHHI €JIEKTPUYHI 3aXBOPIOBAHHS Ta KapA10MiomNarii, a
TaKOXX MiOKapJUTH Ta KOPOHAPHi aHoMautii [7, 9, 38-43].

Po3nozin namieHTiB 3a BIKOM IPH 3BEPHEHHI 3 MPUBOY IUTYHOUYKOBUX apUTMIN Ta
PCC, noMinytoui MATUIIN apUTMIH, TPUTE€PHU, TEHETUYHI (PAKTOPH Ta CTaTh, IO MTOB’sI3aHi 3
niaBuiieHuM pusukom LA mpu okpemux nepBunHux enekrpuuHux ta C3C, npeacrapieHi
Ha puc. 4.

Komenmap poobouoi cpynu: 3a piwenHsm poboyoi epynu y posdinax 4.1.
THowupenicmo panmosoi cepyesoi cmepmi ma 4.2. Ilpuuunu panmosoi cepyesoi cmepmi y
PI3HUX 8IKOBUX 2pYNAX He HaBedeHO nepekiad okpemux abzayie uwooo pozemky PCC y
00pOCIUX MA NAYIEHMIB NOXUTI020 BIK).
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Puc. 4. T'enernunmii puznk ’K3A/PCC, Tunosi tpurepu ’K3A/PCC, Bik Ha MoMeHT peectpanii 2K3A/PCC, nepeBaskaHHs
crarti Ta Tunosa K3A (ITIHT/®II nporu MIIT npu pi3HuX 3aXBoproBaHHAX, NoB'a3anux i3 IHA/PCC).

K3A — xwurresarposznui apurmii, I'KC — rocrpuit xoponapuuii cunapom, APIIK — apurmoreHHa npaBoIUTyHOYKOBa
kapaiomionarisi, BrS — cunnpom bpyrama, XIXC — xponiuna imemiuna xopoba cepus, KITIIT — xarexonamiHepriuna
noiMopdHa nuTyHoukoBa Taxikapzis, JKMII — nunaraniitna kapaiomionarist, [ KMII — rineprpodiuna xapaiomionaTis, LQT
— cuHapoM nonosxkeHoro iHtepBany QT, MIIT — monoMopdra nuryHoukoBa Taxikapzist, [TIIT - moxiMopdna nuryHoukosa
taxikapgis; KT® — xopuroana terpaga ®amno; PCC — pantoBa cepuesa cmepts; LA — nurynoukosa apurmis; PII —
GbiOpmTALs TUTYHOUKIB

Komenmap pobouoi epynu: 6 oumsuyiti nonynsayii po3eumox 20Cmpo2o KOpOHApHO20
CUHOPOMY € MOMNCIUBUM HA M CIMeltHOI 2inepxoiecmepunemii, 2inepmpoghiunoi
Kkapoiomionamii, xeopoou Kaeacaki ma in. Pozeumok iwemii mioxapoa y oimeu maxoic
Modice peecmpysamuch NpuU  8POONCEHUX 640ax cepys, HANPUKIA0 SK AHOMAIbHE
BI0X00JICEHHs KOPOHAPHOI apmepii 6i0 ne2eHeoi apmepii, AHOMANbHe BIOXOO0MNCEHHS
KOPOHAPHUX apmepill, 8 NOOOUHOKAX 8UNAOKAX NICJISL XiPYPeiuHOi KOpeKyii mpanHcnosuyii
MazicmpanvHux apmepitl, HAsABHOCMI MIOKAPOIANbHUX MICOYKIB.
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4.3. IIporno3yBaHHs NONMYJANIHHOI0 Ta iHAMBIAYAJbHOI0 PUBHKY

VY 3aranpHiM momynArmii oci® 6e3 BigomMoi XBOpoOHM ceplis HalepeKTHBHIIIUM
migxoom 1o 3anobiranas PCC € kiTbKiCHA OITIHKA 1HAMBITyaIbHOTO PU3UKY PO3BUTKY [XC
Ha OCHOBI jgiarpaMm pusuky [46, 47]. Jleskumu MOCTIIKEHHSAMH JOBEICHO, IO ICHYE
reHeTUYHa CXWJIBHICTB JIO PATOBOI CMEPTI i Yac rocTpoi imemii [48-52]. Mera nonsrana
B TOMY, 11100 BU3HAYMUTH HEBEJHUKI MiATPYNH MAIiEHTIB BUCOKOTO PU3HKY CEepel 3arajbHO1
monyssmii, ski Mawth pusuk PCC, sk mepmoi cepueBoi momii. HemomaBHo Oynu
3aMporoHOBaH1 MOJeNi st HOBO1 cTpatudikaiii pusuky PCC y 3aranbhiit momymsii [53-
55]. HemMae 4iTKUX JaHUX, IO MiATBEPHKYIOTh MIEPEBAry MPOrpaM MacoOBOTO CKPUHIHTY Y
3arajbHii momyJsiii as 3amodiranas CC3 [56-58].

[IpoTsirom AeCATUIITH AOCTIAHUKA BU3HAYUIIM MIMPOKUM CIEKTP «IHIUKATOPIB)»
po3Butky PCC, ocobmmBo B ymoBax IXC. Byno 3amporoHOBaHO KiJIbKa HEIHBa3WBHHX
MapKepiB PHU3UKY (BKJIIOYAIOUM TI3HI MOTEHINAIM, BaplaOelbHICTh CEpPLEBOTO0 PUTMY,
nepioIMyHy AMHAMIKY penosspusalii Ta 6apopediaekcHy uyTiuBicTs) [59]. He3Baxarouu
Ha 0araTooOiIstoUl pe3yabTaTH Ha CTapTi AOCHIHKEHbB, Il «IIPEAUKTOPU» 1€ HE MAaIOTh
IIMPOKOI0 BIPOBA/IPKEHHS B KJIIHIYHY TPakTUKY. OLiHKa QpaKiiii BUKKIY JIIBOTO HUTYHOUKA
(®BJIILII) yacTo BUKOPUCTOBYETHCA Y MOETHAHHI 3 (PYHKIIOHATBbHOIO Kiacudikariero Hpro-
Hopkcrkoi Acomianii Kapmionoris xponiunoi cepreBoi HemocrataocTi (NYHA), mns
MEPBUHHOT MPOQITAKTHKY Ta BH3HAYCHHS IOKa3aHb I BcTaHoBieHHs IKJ[ B ymoBax
xponiunoi IXC Tta JIKMII. Po3pobOiieno cxemu crtparudikamii pusuky Tta oOn-line
KQJIBKYJISATOPH IS JTIarHOCTUKHA CHAJKOBHUX apPUTMOTEHHUX 3aXBOPIOBaHb, TaKUX SIK
rineprpodiuna kapaiomiomariss (I'KMII), aputmorenna kapjiomionarisi MpaBoOro
nrryHouka (AKIIII) i lamin A/C (LMNA) kapaiomionaris [60-64].

4.4. KaabKyJATOPH PU3MKY PANITOBOI CepUEBOI CMEPTI Ta OrJIs1I METOHO0JIOTil

Byno 3anponoHoBaHo HU3KY KanbKyJsTopiB pusuky PCC mist nopocnux i mitew [62,
63, 65-67]. Cdhepa MomemoBaHHS TPOTHO3IB PO3BUBAIACS TPOTATOM OCTAaHHIX JTCCITHIIITD,
BCTAHOBJIIOIOUM CTAaHJAPTH IJIsi PO3POOKH, MEepeBIpKH (BHYTPIIIHHOI Ta 30BHINIHBOI) Ta
3BITHOCTI Mojenel mporno3yBanHs rpu PCC [68, 69]. Ha nonatok A0 TUCKpUMIHAIIMHUX
3axoAiB, Takux Ak C-1HIEKC, 3axoau KamiOpyBaHHsS, Takl K KaalOpyBaJbHUW Haxui,
HENIO/JaBHO MPUBEPHYIIH OLIBIIE YBAaru, OCKUIBKY BAXJIMBO HE JIUIIE BIPI3HUTH MAI[IEHTIB
13 BUIIIMM PU3UKOM BiJl TAIIEHTIB 13 MEHIIIUM PHU3UKIB, @ TAKOXK JIJI1 OTPUMAaHHS HaA1MHOT
KUIBKICHOT OITIHKM CaMOTO PH3UKY BiJ KaIbKyJIATOpiB pu3uky [70]. TumoBi HempOmIKu y
pO3po0IIi Ta Basijalii KaJbKyJSTOPIB PU3UKY BKJIOYAIOTh, ajie HE OOMEKYIOThCS IIUM,
BUKOPUCTAHHS ICTOPUYHMX 3Pa3KiB, SKI HE € PEMPe3CHTATUBHUMU JIJISI CYyYaCHUX KOTOPT
MAIli€HTIB, BIJCYTHI 3HAYEHHS, CKJIQJCHI PE3yJbTaTHd 31 CKJIAJHUMH TOMISIMH PI3HOTO
KJIIHIYHOTO 3HA4Y€HHSI, BIJICYTHICTh 30BHIIIHBOI BaJijallli Ta BIICYTHICTh KaIiOpyBaHHsS. Y
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poMy JokyMeHT1 s iHauKanii PCC BUKOPUCTOBY€ETHCS 1HIIMNA TOPOTOBUM MOKA3HUK IS
S5-piunoro pmsuky PCC/IIIA. KoxHe moporoBe 3HadeHHS Oyji0 OOpaHO aBTOpaMu Ta
pPOOOUOI0 TPYIIOI0 3 ypaxyBaHHSAM KOHKYpPYIOYOTO pH3HKY, BUMipsiHOTO pe3ynbrary (PCC
npotH [1IA) Ta HaTIHHOCTI KOKHOTO KAJIBKYJISTOPA PU3HKY.

Komenmap pobouoi epynu: Y oumsauiii npakxmuyi 8 NOOOUHOKUX BUNAOKAX
BUKOPUCMOBYIOMbCA KANbKYIAMOPU PUSUKY PANMOBOI cepyesoi cmepmi OJisi NpUUHAMMA
piwenHs wjo0o ooyinenocmi imnaanmayii IK/].

4.5. O6i3HaHIiCTh Ta BTPYYaHHS: TPOMA/ICHKA MIATPUMKA KUTTS Ta JOCTYIN 10
AaBTOMATHYHHUX 30BHIIIHIX n1e}iOpuiaAaTopiB

PiBeHb BIKMBAHOCTI TAIIEHTIB 3QJMINAETHCA BpPaXKAIOU€ HHU3BKUM  TICIS
no3anikapHsaHoi 3ynuHku cepis (IIJI3C) [71-77], xoua Oyau onucaHl BeIUKi perioHaabH1
BIIMIHHOCTI [ 78]. PaHHE BIIpOBaI’)KeHHA peaHIMalliHUX BTPY4aHb, OCOOJIMBO 10 MPUOYTTS
CIIyOM €KCTPEHOI MEIMYHOI JOTIOMOTH, OyJ0 BHU3HAYEHO, SK KIIOYOBUU E€JIEMEHT IS
nokpailleHHs BuxuBaHocTi [77, 79]. CepueBo-nereneBa peanimaitist (CJIP) 1 BuKopucTaHHS
3araJiIbHOJIOCTYITHUX ABTOMATUYHUX 30BHIIIIHIX nedi0pmIsITOpiB (A31)
IPOJIEMOHCTPYBAJIU MOKPAIIEHHS HEBPOJIOTTYHOrO Ta (DYHKIIOHAJIBLHOTO pe3yJbTaTy, a
TakoX BrkuBaHHS mnamieHTiB 3 [UJI3C. Jlani miaTBepKyroTh NOTpeOy B OUIBLIINA
JOCTYITHOCTI JeiOpMISTOPIB Yy MICHAX 3arajlbHOrO JIOCTYIy Ta HABYaHHS TPOMAJISH
0a30Biil MIATPUMII KUTTEAISUIBHOCTI [71-77], Oa)kaHO MOYMHATH HABYAHHS 3 JTUTUHCTBA
[80-82]. Hapemri, Oysi0 BU3HAYECHO, 10 HANIPABICHHS BOJIOHTEPIB, SIKI MPOHILIH 6a30BY
MITOTOBKY 3 JKUTT€3a0€3MEUCHHS, 4Yepe3 Mepeki MOOUIbHUX JOJATKIB ITO0Ka3alo,
30ubieHHst yactotu CJIP, iHimiiioBaHy CTOpPOHHIMH Oco0aMu, 1, SIK HACIHIJOK, 3HAYHE
CKOpOYEHHS 1HTepBaly 0e3 peaHiMallii, o MOKpaIly€e Pe3yabTaT AJisi MOCTPAKIAINX BiJl
TJI3C [83-85]. HaBuanHs neprKaBHUX CIY>KOOBIIIB Ta YIEHIB IPOMAJIH 1010 BAXKIUBOCTI
30UTbLIEHHS YacTOTH TpoBeieHHst CJIP Ta cipusiHHS BUKOPUCTAaHHIO PaHHBOT A1eP10puisii
HenpodecioHanaMu Ta MPoQeCciiHUMU PATYBaJIbHUKAMHU MAa€ BUPIIIAIbHE 3HAYCHHS IS
M1JIBUIICHHS PI1BHS BU)KUBAHHS MAIll€HTIB.
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Tadoauus pexomenaaniii 3 — Pexomenaanii oo 6a30Boro :xuTTe3ade3nevdeHHsl
HACEeJICHHS Ta JOCTYILY 10 ABTOMATHYHMX 30BHIlIHIX 1edi0piliAaTopis

Kaac PiBenn
Pexomenaamii pexkoMeHaaunin® | moka3oBocTi®

PexomeHayeThCst, JOCTYIHICTD Ae(iOpmALii y
MICIISIX, /1€ IMOBIPHICTh 3yMUHKU CEPLIs OUTBII I B
BHCOKa [72-74]

Heraitna CJIP ctoporHiME oco0amu I B
pexomentoBana mipu [1JI3C [75-77]

PexkoMeH1yeThCsl CIpUATHA HAaBYaHHIO YJICHIB

rpomajid 3 6a30BO1 MIATPUMKH KUTTEAISLITLHOCTI,
106 30utbiuTH yactoty CJIP Ta BUKOpUCTaHHS I
A3]1[72,79, 86]

Crig pO3TsiHYTH MOYJIUBICTh OTIOBIIIICHHS
MOOUTEHUM TeNie(hOHOM JOOPOBOIBIIIB-CBIIKIB, SIK1
npoinu 6a30By MIATOTOBKY HIOJ0 MIATPUMKH ITa B
XKUTTEe3a0€3MeUeHH, 1151 HaJIaHHS JOITOMOTH
JKepTBaM, 110 3HAXOAAThCs ooy [83-85, 87]

Knac pexomenpariit®
PiBeHb 10Ka30BOCTi °
IJI3C, nozanikapHsiHa 3ynuHka cepiist; A3/l, aBroMmaTHYHMI 30BHILIHIN 1ediOpinsTop

JlirepatypHi nxkepesa

[1]. Myerburg RJ, Junttila MJ. Sudden cardiac death caused by coronary heart disease.Circulation
2012;125:1043 - 1052. https://pubmed.ncbi.nlm.nih.qov/22371442/

[2]. Stecker EC, Reinier K, Marijon E, Narayanan K, Teodorescu C, Uy-Evanado A, et al. Public
health burden of sudden cardiac death in the United States. Circ Arrhythm Electrophysiol 2014;7:212 -
217. https://pubmed.ncbi.nlm.nih.gov/24610738/

[3]. Chen LY, Sotoodehnia N, Buzkova P, Lopez FL, Yee LM, Heckbert SR, et al. Atrial fibrillation
and the risk of sudden cardiac death: the atherosclerosis risk in communities study and cardiovascular
health study. JAMA Intern Med 2013;173:29 - 35.  https://pubmed.ncbi.nlm.nih.qgov/23404043/

[4]. Marijon E, Uy-Evanado A, Dumas F, Karam N, Reinier K, Teodorescu C, et al.Warning
symptoms are associated with survival from sudden cardiac arrest. Ann Intern Med 2016;164:23 - 29.
https://pubmed.ncbi.nlm.nih.gov/26720493/

[5]. Glinge C, Jabbari R, Risgaard B, Lynge TH, Engstrom T, Albert CM, et al. Symptoms before
sudden arrhythmic death syndrome: a nationwide study among the young in Denmark. J Cardiovasc
Electrophysiol 2015;26:761-767. https://pubmed.ncbi.nlm.nih.gov/25807988/



https://pubmed.ncbi.nlm.nih.gov/22371442/
https://pubmed.ncbi.nlm.nih.gov/24610738/
https://pubmed.ncbi.nlm.nih.gov/23404043/
https://pubmed.ncbi.nlm.nih.gov/26720493/
https://pubmed.ncbi.nlm.nih.gov/25807988/

37

[6]. Agesen FN, Lynge TH, Blanche P, Banner J, Prescott E, Jabbari R, et al. Temporal trends and
sex differences in sudden cardiac death in the Copenhagen City Heart Study. Heart 2021;107:1303 - 1309.
https://pubmed.ncbi.nim.nih.gov/34021040/

[7]. Winkel BG, Holst AG, Theilade J, Kristensen 1B, Thomsen JL, Ottesen GL, et al.Nationwide
study of sudden cardiac death in persons aged 1-35 years. Eur Heart J 2011;32:983 - 990.
https://pubmed.ncbi.nim.nih.gov/21131293/

[8]. Pilmer CM, Kirsh JA, Hildebrandt D, Krahn AD, Gow RM. Sudden cardiac death in children
and adolescents between 1 and 19 years of age. Heart Rhythm 2014;11:239 - 245.
https://pubmed.ncbi.nlm.nih.qov/24239636/

[9]. Risgaard B, Winkel BG, Jabbari R, Behr ER, Ingemann-Hansen O, Thomsen JL, et al. Burden
of sudden cardiac death in persons aged 1 to 49 years: nationwide study in Denmark. Circ Arrhythm
Electrophysiol 2014;7:205 - 211. https://pubmed.ncbi.nlm.nih.gov/24604905/

[10]. Fishman GI, Chugh SS, DiMarco JP, Albert CM, Anderson ME, Bonow RO, et al.Sudden
cardiac death prediction and prevention report from a national heart, lung, and blood institute and heart
rhythm society workshop. Circulation 2010;122:2335 - 2348. https://pubmed.ncbi.nlm.nih.gov/21147730/

[11]. Wong CX, Brown A, Lau DH, Chugh SS, Albert CM, Kalman JM, et al. Epidemiology of
sudden cardiac death: global and regional perspectives. Heart Lung Circ 2019;28:6 - 14.
https://pubmed.ncbi.nlm.nih.gov/30482683/

[12]. Bougouin W, Lamhaut L, Marijon E, Jost D, Dumas F, Deye N, et al. Characteristics and
prognosis of sudden cardiac death in Greater Paris: population-based approach from the Paris Sudden Death
Expertise Center (Paris-SDEC). Intensive Care Med 2014,;40:846 - 854.
https://pubmed.ncbi.nlm.nih.gov/24658912/

[13]. Deo R, Albert CM. Epidemiology and genetics of sudden cardiac death. Circulation
2012;125:620 - 637. https://pubmed.ncbi.nim.nih.gov/22294707/

[14]. Gerber Y, Jacobsen SJ, Frye RL, Weston SA, Killian JM, Roger VL. Secular trends in deaths
from cardiovascular diseases: a 25-year community study. Circulation 2006;113:2285-2292.
https://pubmed.ncbi.nim.nih.qov/16682616/

[15]. Krahn AD, Connolly SJ, Roberts RS, Gent M, ATMA Investigators. Diminishing proportional
risk of sudden death with advancing age: implications for prevention of sudden death. Am Heart J
2004;147:837- 840. https://pubmed.ncbi.nlm.nih.gov/15131539/

[16]. Becker LB, Han BH, Meyer PM, Wright FA, Rhodes KV, Smith DW, et al. Racial differences
in the incidence of cardiac arrest and subsequent survival. The CPR Chicago Project. N Engl J Med
1993;329:600 - 606. https://pubmed.ncbi.nlm.nih.gov/8341333/

[17]. Zhao D, Post WS, Blasco - Colmenares E, Cheng A, Zhang Y, Deo R, et al.Racial differences
in sudden cardiac death. Circulation 2019;139:1688 -1697. https://pubmed.ncbi.nlm.nih.gov/30712378/

[18]. de Vreede-Swagemakers JJ, Gorgels AP, Dubois-Arbouw WI, van Ree JW, Daemen MJ,
Houben LG, et al. Out-of-hospital cardiac arrest in the 1990’s: a population based study in the Maastricht
area on incidence, characteristics and survival. J Am Coll Cardiol 1997;30:1500 - 1505.
https://pubmed.ncbi.nlm.nih.qov/9362408/

[19] Lynge TH, Risgaard B, Banner J, Nielsen JL, Jespersen T, Stampe NK, et al. Nationwide
burden of sudden cardiac death: a study of 54,028 deaths in Denmark. Heart Rhythm 2021;18:1657 - 1665.
https://pubmed.ncbi.nlm.nih.gov/33965606/

[20]. Atwood C, Eisenberg MS, Herlitz J, Rea TD. Incidence of EMS-treated out-of-hospital cardiac
arrest in Europe. Resuscitation 2005;67:75-80. https://pubmed.ncbi.nlm.nih.gov/16199289/



https://pubmed.ncbi.nlm.nih.gov/34021040/
https://pubmed.ncbi.nlm.nih.gov/21131293/
https://pubmed.ncbi.nlm.nih.gov/24239636/
https://pubmed.ncbi.nlm.nih.gov/24604905/
https://pubmed.ncbi.nlm.nih.gov/21147730/
https://pubmed.ncbi.nlm.nih.gov/30482683/
https://pubmed.ncbi.nlm.nih.gov/24658912/
https://pubmed.ncbi.nlm.nih.gov/22294707/
https://pubmed.ncbi.nlm.nih.gov/16682616/
https://pubmed.ncbi.nlm.nih.gov/15131539/
https://pubmed.ncbi.nlm.nih.gov/8341333/
https://pubmed.ncbi.nlm.nih.gov/30712378/
https://pubmed.ncbi.nlm.nih.gov/9362408/
https://pubmed.ncbi.nlm.nih.gov/33965606/
https://pubmed.ncbi.nlm.nih.gov/16199289/

38

[21] Empana J-P, Blom MT, Béttiger BW, Dagres N, Dekker JM, Gislason G, et al. Determinants
of occurrence and survival after sudden cardiac arrest - a European perspective: The ESCAPE-NET project.
Resuscitation 2018;124:7-13. https://pubmed.ncbi.nlm.nih.gov/29246744/

[22]. Fox CS, Evans JC, Larson MG, Kannel WB, Levy D. Temporal trends in coronary heart
disease mortality and sudden cardiac death from 1950 to 1999: the Framingham Heart Study. Circulation
2004,110:522-527. https://pubmed.ncbi.nlm.nih.qov/15262842/

[23]. Niemeijer MN, van den Berg ME, Leening MJG, Hofman A, Franco OH, Deckers JW, et al.
Declining incidence of sudden cardiac death from 1990-2010 in a general middle - aged and elderly
population: the Rotterdam Study. Heart Rhythm 2015;12:123-129.
https://pubmed.ncbi.nim.nih.gov/25277989/

[24]. Lynge TH, Nielsen JL, Blanche P, Gislason G, Torp-Pedersen C, Winkel BG, et al. Decline
in incidence of sudden cardiac death in the young: a 10 - year nationwide study of 8756 deaths in Denmark.
Europace 2019;21:909 - 917. https://pubmed.ncbi.nlm.nih.gov/30809645/

[25]. Zheng ZJ, Croft JB, Giles WH, Mensah GA. Sudden cardiac death in the United States, 1989
to 1998. Circulation 2001;104:2158 -2163. https://pubmed.ncbhi.nlm.nih.gov/11684624/

[26]. Dudas K, Lappas G, Stewart S, Rosengren A. Trends in out - of - hospital deaths due to
coronary heart disease in Sweden (1991 to 2006). Circulation 2011;123:46 - 52.
https://pubmed.ncbi.nlm.nih.gov/21173352/

[27]. Harmon KG, Asif IM, Maleszewski JJ, Owens DS, Prutkin JM, Salerno JC, et al.Incidence,
cause, and comparative frequency of sudden cardiac death in national collegiate athletic association
athletes: a decade in review. Circulation 2015;132:10-19. https://pubmed.ncbi.nlm.nih.qov/25977310/

[28]. Risgaard B, Winkel BG, Jabbari R, Glinge C, Ingemann-Hansen O, Thomsen JL, et al.Sports-
related sudden cardiac death in a competitive and a noncompetitive athlete population aged 12 to 49 years:
data from an unselected nationwide study in Denmark. Heart Rhythm 2014;11:1673-1681.
https://pubmed.ncbi.nlm.nih.qov/24861446/

[29]. Holst AG, Winkel BG, Theilade J, Kristensen 1B, Thomsen JL, Ottesen GL, et al. Incidence
and etiology of sports - related sudden cardiac death in Denmark - implications for preparticipation
screening. Heart Rhythm 2010;7:1365-1371. https://pubmed.ncbi.nlm.nih.gov/20580680/

[30]. Maron BJ, Doerer JJ, Haas TS, Tierney DM, Mueller FO. Sudden deaths in young competitive
athletes: analysis of 1866 deaths in the United States, 1980 - 2006. Circulation 2009;119:1085-1092.
https://pubmed.ncbi.nim.nih.qov/19221222/

[31]. Corrado D, Basso C, Thiene G. Sudden cardiac death in athletes: what is the role of screening?
Curr Opin Cardiol 2012;27:41-48. https://pubmed.ncbi.nlm.nih.gov/22139701/

[32]. Albert CM, Mittleman MA, Chae CU, Lee IM, Hennekens CH, Manson JE. Triggering of
sudden death from cardiac causes by vigorous exertion. N Engl J Med 2000;343:1355-1361.
https://pubmed.ncbi.nlm.nih.gov/11070099/

[33]. Siscovick DS, Weiss NS, Fletcher RH, Lasky T. The incidence of primary cardiac arrest during
vigorous exercise. N Engl J Med 1984;311:874 - 877. https://pubmed.ncbi.nlm.nih.gov/6472399/

[34]. Marijon E, Tafflet M, Celermajer DS, Dumas F, Perier M - C, Mustafic H, et al.Sports - related
sudden  death in  the  general population. Circulation 2011;124:672 - 681.
https://pubmed.ncbi.nim.nih.qov/21788587/

[35]. Heidbuchel H, Willems R, Jordaens L, Olshansky B, Carre F, Lozano IF, et al. Intensive
recreational athletes in the prospective multinational ICD sports safety registry: results from the European
cohort. Eur J Prev Cardiol 2019;26:764 - 775. https://pubmed.ncbi.nlm.nih.gov/30813818/



https://pubmed.ncbi.nlm.nih.gov/29246744/
https://pubmed.ncbi.nlm.nih.gov/15262842/
https://pubmed.ncbi.nlm.nih.gov/25277989/
https://pubmed.ncbi.nlm.nih.gov/30809645/
https://pubmed.ncbi.nlm.nih.gov/11684624/
https://pubmed.ncbi.nlm.nih.gov/21173352/
https://pubmed.ncbi.nlm.nih.gov/25977310/
https://pubmed.ncbi.nlm.nih.gov/24861446/
https://pubmed.ncbi.nlm.nih.gov/20580680/
https://pubmed.ncbi.nlm.nih.gov/19221222/
https://pubmed.ncbi.nlm.nih.gov/22139701/
https://pubmed.ncbi.nlm.nih.gov/11070099/
https://pubmed.ncbi.nlm.nih.gov/6472399/
https://pubmed.ncbi.nlm.nih.gov/21788587/
https://pubmed.ncbi.nlm.nih.gov/30813818/

39

[36]. Marijon E, Bougouin W, Périer M - C, Celermajer DS, Jouven X. Incidence of sportsrelated
sudden death in France by specific sports and sex. JAMA 2013;310:642 - 643.
https://pubmed.ncbi.nim.nih.qov/23942684/

[37]. Marijon E, Uy - Evanado A, Reinier K, Teodorescu C, Narayanan K, Jouven X, et al.Sudden
cardiac arrest during sports activity in middle age. Circulation 2015;131:1384-1391.
https://pubmed.ncbi.nim.nih.gov/25847988/

[38]. Bagnall RD, Weintraub RG, Ingles J, Duflou J, Yeates L, Lam L, et al. A prospective study
of sudden cardiac death among children and young adults. N Engl J Med 2016;374:2441 - 2452.
https://pubmed.ncbi.nlm.nih.gov/27332903/

[39]. Wisten A, Forsberg H, Krantz P, Messner T. Sudden cardiac death in 15-35-year olds in
Sweden during 1992-99. J Intern Med 2002;252:529 - 536. https://pubmed.ncbi.nlm.nih.gov/12472914/

[40]. Chugh SS, Jui J, Gunson K, Stecker EC, John BT, Thompson B, et al. Current burden of
sudden cardiac death: multiple source surveillance versus retrospective death certificate - based review in
a large UsS. community. J Am Coll Cardiol 2004;44:1268 - 1275.
https://pubmed.ncbi.nim.nih.gov/15364331/

[41]. Winkel BG, Risgaard B, Sadjadieh G, Bundgaard H, Haunse S, Tfelt-Hansen J.Sudden cardiac
death in children (1-18 years): symptoms and causes of death in a nationwide setting. Eur Heart J
2014;35:868 - 875. https://pubmed.ncbi.nlm.nih.gov/24344190/

[42]. Byrne R, Constant O, Smyth Y, Callagy G, Nash P, Daly K, et al. Multiple source surveillance
incidence and aetiology of out - of - hospital sudden cardiac death in a rural population in the West of
Ireland. Eur Heart J 2008;29:1418 - 1423. https://pubmed.ncbi.nim.nih.qov/18424446/

[43] Eckart RE, Shry EA, Burke AP, McNear JA, Appel DA, Castillo - Rojas LM, et al.Sudden
death in young adults an autopsy - based series of a population undergoing active surveillance. J Am Coll
Cardiol 2011;58:1254 - 1261. https://pubmed.ncbi.nlm.nih.gov/21903060/

[44]. Waldmann V, Karam N, Bougouin W, Sharifzadehgan A, Dumas F, Narayanan K.et al.
Burden of coronary artery disease as a cause of sudden cardiac arrest in the young. J Am Coll Cardiol
2019;73:2118 - 2120. https://pubmed.ncbi.nlm.nih.gov/31023437/

[45]. Waldmann V, Karam N, Rischard J, Bougouin W, Sharifzadehgan A, Dumas F, et al. Low
rates of immediate coronary angiography among young adults resuscitated from sudden cardiac arrest.
Resuscitation 2020;147:34 - 42. https://pubmed.ncbi.nlm.nih.gov/31857140/

[46]. Lloyd-Jones DM, Wilson PWF, Larson MG, Beiser A, Leip EP, D’Agostino RB, et al.
Framingham risk score and prediction of lifetime risk for coronary heart disease. Am J Cardiol 2004;94:20
- 24. https://pubmed.ncbi.nlm.nih.gov/15219502/

[47]. Visseren FLJ, Mach F, Smulders YM, Carballo D, Koskinas KC, Biack M, et al. 2021 ESC
Guidelines on cardiovascular disease prevention in clinical practice. Eur Heart J 2021;42:3227 - 3337.
https://pubmed.ncbi.nlm.nih.gov/15219502/

[48]. Jouven X, Desnos M, Guerot C, Ducimetiere P. Predicting sudden death in the population: the
Paris Prospective Study I. Circulation 1999;99:1978 - 1983. https://pubmed.ncbi.nim.nih.gov/10209001/

[49]. Dekker LRC, Bezzina CR, Henriques JPS, Tanck MW, Koch KT, Alings MW, et al. Familial
sudden death is an important risk factor for primary ventricular fibrillation: a case-control study in acute
myocardial infarction patients. Circulation 2006;114:1140 - 1145.
https://pubmed.ncbi.nlm.nih.gov/16940195/

[50]. Kaikkonen KS, Kortelainen M-L, Linna E, Huikuri HV. Family history and the risk of sudden
cardiac death as a manifestation of an acute coronary event. Circulation 2006;114:1462 - 1467.
https://pubmed.ncbi.nim.nih.gov/17000909/



https://pubmed.ncbi.nlm.nih.gov/23942684/
https://pubmed.ncbi.nlm.nih.gov/25847988/
https://pubmed.ncbi.nlm.nih.gov/27332903/
https://pubmed.ncbi.nlm.nih.gov/12472914/
https://pubmed.ncbi.nlm.nih.gov/15364331/
https://pubmed.ncbi.nlm.nih.gov/24344190/
https://pubmed.ncbi.nlm.nih.gov/18424446/
https://pubmed.ncbi.nlm.nih.gov/21903060/
https://pubmed.ncbi.nlm.nih.gov/31023437/
https://pubmed.ncbi.nlm.nih.gov/31857140/
https://pubmed.ncbi.nlm.nih.gov/15219502/
https://pubmed.ncbi.nlm.nih.gov/15219502/
https://pubmed.ncbi.nlm.nih.gov/10209001/
https://pubmed.ncbi.nlm.nih.gov/16940195/
https://pubmed.ncbi.nlm.nih.gov/17000909/

40

[51]. Jabbari R, Engstrem T, Glinge C, Risgaard B, Jabbari J, Winkel BG, et al. Incidence and risk
factors of ventricular fibrillation before primary angioplasty in patients with first ST- elevation myocardial
infarction: a nationwide study in  Denmark. J Am Heart Assoc 2015;4:e001399.
https://pubmed.ncbi.nim.nih.gov/25559012/

[52]. Friedlander Y, Siscovick DS, Weinmann S, Austin MA, Psaty BM, Lemaitre RN, et al. Family
history as a risk factor for primary cardiac arrest. Circulation 1998;97:155 - 160.
https://pubmed.ncbi.nim.nih.qov/9445167/

[53]. Deo R, Norby FL, Katz R, Sotoodehnia N, Adabag S, DeFilippi CR, et al. Development and
validation of a sudden cardiac death prediction model for the general population. Circulation 2016;134:806
- 816. https://pubmed.ncbi.nim.nih.gov/27542394/

[54]. Aro AL, Reinier K, Rusinaru C, Uy-Evanado A, Darouian N, Phan D, et al. Electrical risk
score beyond the left ventricular ejection fraction: prediction of sudden cardiac death in the Oregon Sudden
Unexpected Death Study and the Atherosclerosis Risk in Communities Study. Eur Heart J 2017;38:3017
- 3025. https://pubmed.ncbi.nim.nih.qgov/28662567/

[55]. Waks JW, Sitlani CM, Soliman EZ, Kabir M, Ghafoori E, Biggs ML, et al. Global electric
heterogeneity risk score for prediction of sudden cardiac death in the general population: the
Atherosclerosis Risk in Communities (ARIC) and Cardiovascular Health (CHS) studies. Circulation
2016;133:2222 - 2234. https://pubmed.ncbi.nlm.nih.gov/27081116/

[56]. Yoshinaga M, Ushinohama H, Sato S, Tauchi N, Horigome H, Takahashi H, et al.
Electrocardiographic screening of 1- month - old infants for identifying prolonged QT intervals. Circ
Arrhythm Electrophysiol 2013;6:932 - 938. https://pubmed.ncbi.nlm.nih.gov/24036083/

[57]. Yoshinaga M, Kucho Y, Sarantuya J, Ninomiya Y, Horigome H, Ushinohama H, et al. Genetic
characteristics of children and adolescents with long-QT syndrome diagnosed by school - based
electrocardiographic  screening programs. Circ  Arrhythm Electrophysiol 2014;7:107 - 112.
https://pubmed.ncbi.nim.nih.gov/24363352/

[58]. Jorgensen T, Jacobsen RK, Toft U, Aadahl M, Gliimer C, Pisinger C. Effect of screening and
lifestyle counselling on incidence of ischaemic heart disease in general population:Inter99 randomised trial.
BMJ 2014;348:93617. https://pubmed.ncbi.nlm.nih.gov/24912589/

[59]. Boas R, Sappler N, von Stiilpnagel L, Klemm M, Dixen U, Thune JJ, et al. Periodic
repolarization dynamics identifies ICD - responders in non - ischemic cardiomyopathy: a DANISH
substudy. Circulation 2022;145:754 - 764. https://pubmed.ncbi.nlm.nih.gov/34889650/

[60]. Spirito P, Bellone P, Harris KM, Bernabo P, Bruzzi P, Maron BJ. Magnitude of left ventricular
hypertrophy and risk of sudden death in hypertrophic cardiomyopathy. N Engl J Med 2000;342:1778 -
1785. https://pubmed.ncbi.nlm.nih.gov/10853000/

[61]. Barsheshet A, Goldenberg I, O - Uchi J, Moss AJ, Jons C, Shimizu W, et al. Mutations in
cytoplasmic loops of the KCNQ1 channel and the risk of life -threatening events: implications for
mutation-specific response to 3 - blocker therapy in type 1 long - QT syndrome. Circulation 2012;125:1988
- 1996. https://pubmed.ncbi.nim.nih.qov/22456477/

[62]. Wahbi K, Ben Yaou R, Gandjbakhch E, Anselme F, Gossios T, Lakdawala NK, et al.
Development and validation of a new risk prediction score for life - threatening ventricular
tachyarrhythmias in laminopathies. Circulation 2019;140:293 - 302.
https://pubmed.ncbi.nlm.nih.gov/31155932/

[63]. Cadrin - Tourigny J, Bosman LP, Nozza A, Wang W, Tadros R, Bhonsale A, et al. A new
prediction model for ventricular arrhythmias in arrhythmogenic right ventricular cardiomyopathy. Eur
Heart J 2019;40:1850 - 1858. https://pubmed.ncbi.nlm.nih.gov/30915475/



https://pubmed.ncbi.nlm.nih.gov/25559012/
https://pubmed.ncbi.nlm.nih.gov/9445167/
https://pubmed.ncbi.nlm.nih.gov/27542394/
https://pubmed.ncbi.nlm.nih.gov/28662567/
https://pubmed.ncbi.nlm.nih.gov/27081116/
https://pubmed.ncbi.nlm.nih.gov/24036083/
https://pubmed.ncbi.nlm.nih.gov/24363352/
https://pubmed.ncbi.nlm.nih.gov/24912589/
https://pubmed.ncbi.nlm.nih.gov/34889650/
https://pubmed.ncbi.nlm.nih.gov/10853000/
https://pubmed.ncbi.nlm.nih.gov/22456477/
https://pubmed.ncbi.nlm.nih.gov/31155932/
https://pubmed.ncbi.nlm.nih.gov/30915475/

41

[64]. Priori SG, Schwartz PJ, Napolitano C, Bloise R, Ronchetti E, Grillo M, et al. Risk stratification
in the long - QT syndrome. N Engl J Med 2003;348:1866 -  1874.
https://pubmed.ncbi.nlm.nih.qov/12736279/

[65]. Miron A, Lafreniere-Roula M, Steve Fan C - P, Armstrong KR, Dragulescu A, Papaz T, et al.
A validated model for sudden cardiac death risk prediction in pediatric hypertrophic cardiomyopathy.
Circulation 2020;142:217 - 229. https://pubmed.ncbhi.nlm.nih.gov/32418493/

[66]. Norrish G, Ding T, Field E, Zidlkowska L, Olivotto I, Limongelli G, et al. Development of a
novel risk prediction model for sudden cardiac death in childhood hypertrophic cardiomyopathy (HCM
risk - kids). JAMA Cardiol 2019;4:918 - 927. https://pubmed.ncbi.nim.nih.gov/31411652/

[67]. O’Mahony C, Jichi F, Pavlou M, Monserrat L, Anastasakis A, Rapezzi C, et al. A novel clinical
risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy (HCM risk - SCD). Eur
Heart J 2014;35:2010 - 2020. https://pubmed.ncbi.nim.nih.gov/24126876/

[68]. Steyerberg EW, Vergouwe Y. Towards better clinical prediction models: seven steps for
development and an ABCD for \validation. Eur Heart J 2014;35: 1925 - 1931.
https://pubmed.ncbi.nlm.nih.gov/24898551/

[69]. Collins GS, Reitsma JB, Altman DG, Moons KGM, TRIPOD Group. Transparent reporting
of a multivariable prediction model for individual prognosis or diagnosis (TRIPOD): the TRIPOD
statement. Circulation 2015;131:211 - 219. https://pubmed.ncbi.nlm.nih.gov/25569120/

[70]. Alba AC, Agoritsas T, Walsh M, Hanna S, lorio A, Devereaux PJ, et al. Discrimination and
calibration of clinical prediction models: users’ guides to the medical literature. JAMA 2017;318:1377 -
1384. https://pubmed.ncbi.nlm.nih.gov/29049590/

[71]. Yan S, Gan Y, Jiang N, Wang R, Chen Y, Luo Z, et al. The global survival rate among adult
out-of-hospital cardiac arrest patients who received cardiopulmonary resuscitation: a systematic review and
meta - analysis. Crit Care 2020;24:61. https://pubmed.ncbi.nim.nih.qov/32087741/

[72]. Hallstrom AP, Ornato JP, Weisfeldt M, Travers A, Christenson J, McBurnie MA, et al. Public
- access defibrillation and survival after out - of - hospital cardiac arrest.N Engl J Med 2004;351:637 - 646.
https://pubmed.ncbi.nlm.nih.gov/15306665/

[73]. Nakashima T, Noguchi T, Tahara Y, Nishimura K, Yasuda S, Onozuka D, et al.Public-access
defibrillation and neurological outcomes in patients with out - of - hospital cardiac arrest in Japan: a
population - based cohort study. Lancet 2019;394:2255 - 2262.
https://pubmed.ncbi.nlm.nih.gov/31862250/

[74]. Pollack RA, Brown SP, Rea T, Aufderheide T, Barbic D, Buick JE, et al. Impact of bystander
automated external defibrillator use on survival and functional outcomes in shockable observed public
cardiac arrests. Circulation 2018;137: 2104 - 2113. https://pubmed.ncbi.nlm.nih.gov/29483086/

[75]. Kragholm K, Wissenberg M, Mortensen RN, Hansen SM, Malta Hansen C, Thorsteinsson K,
et al. Bystander efforts and 1- year outcomes in out-of-hospital cardiac arrest. N Engl J Med 2017;376:1737
- 1747. https://pubmed.ncbi.nim.nih.qov/28467879/

[76]. Kitamura T, Kiyohara K, Sakai T, Matsuyama T, Hatakeyama T, Shimamoto T, et al.Public -
access defibrillation and out-of-hospital cardiac arrest in Japan. N Engl J Med 2016;375:1649 - 1659.
https://pubmed.ncbi.nlm.nih.gov/27783922/

[77]. Hasselgvist - Ax I, Riva G, Herlitz J, Rosenqgvist M, Hollenberg J, Nordberg P, et al.Early
cardiopulmonary resuscitation in out — of - hospital cardiac arrest. N Engl J Med 2015;372:2307 - 2315.
https://pubmed.ncbi.nim.nih.gov/26061835/

[78]. Marijon E, Bougouin W, Celermajer DS, Perier M - C, Benameur N, Lamhaut L, et al.Major
regional disparities in outcomes after sudden cardiac arrest during sports.Eur Heart J 2013;34:3632 - 3640.
https://pubmed.ncbi.nlm.nih.gov/23918760/



https://pubmed.ncbi.nlm.nih.gov/12736279/
https://pubmed.ncbi.nlm.nih.gov/32418493/
https://pubmed.ncbi.nlm.nih.gov/31411652/
https://pubmed.ncbi.nlm.nih.gov/24126876/
https://pubmed.ncbi.nlm.nih.gov/24898551/
https://pubmed.ncbi.nlm.nih.gov/25569120/
https://pubmed.ncbi.nlm.nih.gov/29049590/
https://pubmed.ncbi.nlm.nih.gov/32087741/
https://pubmed.ncbi.nlm.nih.gov/15306665/
https://pubmed.ncbi.nlm.nih.gov/31862250/
https://pubmed.ncbi.nlm.nih.gov/29483086/
https://pubmed.ncbi.nlm.nih.gov/28467879/
https://pubmed.ncbi.nlm.nih.gov/27783922/
https://pubmed.ncbi.nlm.nih.gov/26061835/
https://pubmed.ncbi.nlm.nih.gov/23918760/

42

[79]. Karam N, Narayanan K, Bougouin W, Benameur N, Beganton F, Jost D, et al. Major regional
differences in Automated External Defibrillator placement and Basic Life Support training in France:
further needs for coordinated implementation.Resuscitation 2017;118:49 - 54,
https://pubmed.ncbi.nim.nih.gov/28689047/

[80]. Mpotos N, De Wever B, Cleymans N, Raemaekers J, Loeys T, Herregods L, et al.Repetitive
sessions of formative self - testing to refresh CPR skills: a randomized non - inferiority trial. Resuscitation
2014;85:1282 - 1286. https://pubmed.ncbi.nlm.nih.gov/24983199/

[81]. Gundry JW, Comess KA, DeRook FA, Jorgenson D, Bardy GH. Comparison of naive sixth -
grade children with trained professionals in the use of an automated external defibrillator. Circulation
1999;100:1703 - 1707. https://pubmed.ncbi.nlm.nih.gov/10525489/

[82]. Blewer AL, Putt ME, Becker LB, Riegel BJ, Li J, Leary M, et al.Video - only cardiopulmonary
resuscitation education for high - risk families before hospital discharge: amulticenter pragmatic trial. Circ
Cardiovasc Qual Outcomes 2016;9:740 - 748. https://pubmed.ncbi.nim.nih.gov/27703033/

[83]. Ringh M, Rosenqvist M, Hollenberg J, Jonsson M, Fredman D, Nordberg P, et al.Mobile -
phone dispatch of laypersons for CPR in out - of - hospital cardiac arrest. N Engl J Med 2015;372:2316 -
2325. https://pubmed.ncbi.nlm.nih.gov/26061836/

[84]. Stroop R, Kerner T, Strickmann B, Hensel M. Mobile phone - based alerting of CPR - trained
volunteers simultaneously with the ambulance can reduce the resuscitation - free interval and improve
outcome after out - of - hospital cardiac arrest:a German, population - based cohort study. Resuscitation
2020;147:57 - 64. https://pubmed.ncbi.nlm.nih.gov/31887366/

[85]. Lee SY, Shin SD, Lee YJ, Song KJ, Hong KJ, Ro YS, et al. Text message alert system and
resuscitation outcomes after out-of-hospital cardiac arrest: a before - and - after population - based study.
Resuscitation 2019;138:198 - 207. https://pubmed.ncbi.nlm.nih.gov/30902689/

[86]. Fordyce CB, Hansen CM, Kragholm K, Dupre ME, Jollis JG, Roettig ML, et al. Association
of public health initiatives with outcomes for out-of-hospital cardiac arrest at home and in public locations.
JAMA Cardiol 2017;2:1226-1235. https://pubmed.ncbi.nlm.nih.gov/28979980/

[87]. Andelius L, Malta Hansen C, Lippert FK, Karlsson L, Torp-Pedersen C, Kjar Ersbell A, et al.
Smartphone activation of citizen responders to facilitate defibrillation in out-of-hospital cardiac arrest. J
Am Coll Cardiol 2020;76:43-53. https://pubmed.ncbi.nim.nih.gov/32616162/

5. Oninka Ta JikyBaHHs. 3arajibHi aCleKTH
5.1. liarHocTu4Hi 3aco0u

5.1.1. 36ip anamHe3y Ta QizukajibHe 00CTE:KEHHS

AHaMHe3 TOBUHEH 30CEPe/IKYBATUCA HAa «YEPBOHUX IMPATIOPIX», Y TOMY UUCII Ha
O3HaKax apUTMIYHOTO CHHKOIE, HAIMpPHKIAJ, BIJICYyTHICTh BaryCHOro MPOJAPOMYy Ta
ciMeiitHoMy aHamHe3l mepemuacHoi abo PCC, Bxirodarouu, HaANpuUKIIAZ, YTOIUICHHS a0o
aBTOMOO1IBHY aBapito mpu CHHIpoMi mogorkeHoro intepany QT i KIIILT [1, 2]. O3naku,
10 CB1IYaTh IIOJI0 CMAJAKOBUX MPUYUH, BKIIOUAIOTh CIMEHHY 1CTOPIIO eMUIeTCli, CHHAPOM
panToBoi AuTsuoi cmepti, rayxory (LQTS), cepueBy HemocTaTHiCTh abO IMILIAHTALIIIO
KapAlocTuMyJisiTopa y Bill MeHble 50 pokiB. OcoOIMBOCTI 3aXBOPIOBaHb, MOB’SI3aHUX 3
NPOApUTMIYHUMH CTaHAMH, BKJIIOUAIOTH CEPEIHBOCHUCTOJNIIYHE KIIAllaHHS TPH MPOJIAIcCi
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MITpaJbHOTO KIJAamaHa, IIyMd B BHUHOCHOMY TpakTi BambcampB mnpu rimerpodidHiii
Kapaiomionatii. MoxxyTb MaTH 3HaueHHS crenudiuyHi OCcOOIMMBOCTI MIKIPH, HAMPUKIIA,
By3JdyBaTa e€puTeMa TIpH  CApPKOif03i, aHriokeparomMa Tpu  XBopoOi  Dabdpi,
KCaHTella3Ma/KCaHTOMa Ta  JOJOHHO-TIAOMIBEHHWH  Keparo3 TMpH  apUTMOTCHHIN
KapJiomionaTii IpaBoro MITyHOYKA.

5.1.2. JIaGopaTopHi A0CTiTKEHHS

Hatpifiypetruni nentuay (HaTpidypeTHuHHi mentua D-tumy abo N-KiHIEBHUid
HATPIAYPETUYHMIA TISITH IPO-D-THITY) MOKYTh BifirpaBaT BaxKJIUBY POJib y iAeHTHDIKALI]
oci6 13 miaBuiieHnM pusukoM PCC y 3aranbHiit nonyssiii [3, 4] ado y narienTis 13 IXC [5].
Hemae noctaTHix m0Ka3iB il BHUKOPUCTAHHS HATPIMYpEeTHYHOTO MENTHAY b-THITy, sK
METOJly BU3HAUEeHHsI He0OX1qHOCT1 BUukopuctanus IK/ [6, 7].

5.1.3. HeinuBa3uBHi T2 iIHBA3UMBHI TEeCTH

5.1.3.1. EKT ma ambynramopue enexmpoxapoiocpagpiune monimopysanns [2].

Enexmpoxapoioepama (EKI') y 12 BiABEICHHAX € BaKIIMBUM IHCTPYMEHTOM JUJISI
J1arHOCTUKU OCHOBHOTO 3aXBOPIOBAHHS, JJIs CTpaTU(DiKallli pU3UKY B OKPEMUX MOITYJISIIAX
Ta qgiarHocTuku miatuny IIA, skimo BoHa BuUsBIEHA. JlOKYMEHTYBaHHA apHUTMIil,
MOB'SI3aHUX 13 CUMIITOMAaMH, Ma€ KJIIHIYHE 3HAUYCHHS, ajle MOKe OyTH yCKJIaJHEHE Yy pasi
cropaguyHux sBull. Tomy tun npuctporo st moHitopudry EKI™ ta dac 3anucy nmoBuHHI
BIJIMOBIAATH YacTOTI KJIIHIYHMX MOAIA. MOHITOpUHT mpoTsiroM 24—48 roauH (3a3BUuai
«XOJTEPIBCHKUM 3alUC») MIAXOAWTh JJIs INMOJCHHUX apuTMik [8], y ToHW dac sK
NepPepUBYACTUNA MOHITOPUHT TIPOTATOM OIIBII TPUBAJIOTO TMEPIOAYy 3a JIOMOMOTOIO
akTuBoBaHUX marfieHToM peectpatopiB EKI™ (a6o MoOimbHUX mpucTpoiB/cMapThOHIB) Mae
OyTH Kpalum Juis piAKicHUX oAl [9]. IMImanToBaH1 METILOBI peeCTPaTOPU MOXKYTh OYTH
KOPHUCHI TIPU J1arHOCTHII apUTMIM y MAIll€HTIB 3 MOTEHIINHO HEOE3NECUHUMU JIJISl KUTTS
CUMIITOMaMH, TAKUMU SIK parToBl HempuToMHOCTI [10].

5.1.3.2.Cuenan ycepeonena EKI’

Curnan-ycepennena EKI' (SaECG) Moxe BHUSBUTH CUTHAJIA JIy>)KE€ HHU3BKOL
aMIUTITY U («Ii3HI TOTeHIanu») KiHieBoro cerMmeHty QRS [11] 3a momomorow Tphox
BUMIPIOBaHb y YacoBOMYy cHeKTpl: TpuBajicTe QRS, TpuBamictb curHaity HU3BbKOI
amrutityu (<40 MxB) Ta cepeanbokBapaTuuna Hanpyra TepMinany 40 mc QRS. Anomanii
SaECG MoHa TakKoX OINIHUTH 3a JOMOMOrot yactoTHoro anamizy [8]. SaECG moxe
CIPUSATH 1arHOCTHUIlI ApUTMOTEHHOT KapAioMioNaTii mpaBoro nuryHouka [12].

5.1.3.3. Tecmu 3 Qhi3uyHUM HABAHMAICEHHAM

Tectu 3 pi3UUHUM HaBAHTAKEHHSIM KOPHUCHI IS T1arHOCTUKHU Ta OLIHKU BIAMOBIAL
Ha Teparii y MaIll€HTIB 13 Mi03PIOBaHUMU/ T ATBEPKEHUMHU aIPEHEPTIYHO-3aJICKHUMHU
MOPYIICHHSIMUA PUTMY, TAKUMHU SIK CIIPUYMHEHA (PI3MYHUM HABAHTAXEHHSM 110TIaTHYHA
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MUIT, ITHIT a6o mBonanpasmena 1T mpu KIIIIT [13,14]. 4-XBWIMHHE BiTHOBICHHS
komriekcy QT micis TecTyBaHHS 3 G13MYHUM HaBAaHTAKEHHSIM MOJKE CIIPHSITH J1arHOCTHIT
CUHApOMY ToJIoBXeHoro iHTepBany QT [15].

5.1.3.4. Bizyanizayia

Bizyaurizariis mae BupimaabHe 3HAYCHHS 1)1 OIIIHKY CepIieBOi QyHKITIT Ta BUSIBJICHHS
kapaiomionatiii (ESC CardioMed, po3ain 10) [16]. HeratnBHa Bizyauizamis MiaTBEPIKYE
MepBUHHE eNeKTpuYHe 3axBoproBaHHs y mamieHTa 3 IIIA. ExoKI' e merkomoctymaum i
MEPIIOYEPrOBUM 1HCTPYMEHTOM JIalHOCTUKHM Ta CTpaTH(ikaiii pU3UKy 3aXBOPIOBAHBb
kinamaniB, [XC, HAKMII, I'KMII, AKIIII [17] Ta HekoMmakTHOro MioKapja JIiBOTO
nuyHouka. Strain-Exo mo3Bossie nudepeHIiiioBaTd aKTUBHUN 1 TACUBHUN PyX CErMCHTIB
MiOKapja Ta paHHE BUSIBICHHS AUCYHKINT Miokapaa. [lopyiieHHs pyxy CTIHKA MOXYTb
CBIJTYUTH IIOJO TMEepeHeceHUux 1H(}ApKTIB, KapaioMionarii ado 3amajbHUX 3aXBOPIOBAHb.
['mo6anibHa Mo310BXkHs Aedopmallis € HaJIHHUM MOKa3HUKOM (DYHKIIIT JIIBOTO MITyHOYKA
(JII) 1 moxe BusiBuTH He3HayHl 3Minu y ¢yHkuii JIII npu 36epexeniit GBI [18].
Strain-Exo Moe OIIIHMTH MEXaHiuHy AMCIIEPCiio, IO BiMOOPaKAETHCS HEOTHOPITHUMU
CKOpPOUYCHHSIMH, SIKi MOXYTh OyTH OB’ s13aHi 3 MigBUIIeHUM pusukom LIIA [19-21].

MPT cepus Hapa3i 3a0e3nedye HalOUIbII TOYHE Ta BIATBOPIOBAHE BUMIPIOBAHHS
nepeacepIHOl, JBOIUTYHOUKOBOI INIOOAJIBHOI Ta PEriOHAIbHOI CUCTOJIYHOI (DYHKIII Ta
MOX€E BHSBJISATH HAOpsSK Miokapaa, (iOpo3, iHuibTpamito Ta aedektu nepdysii (ESC
CardioMed, po3ain 11.4). MPT cepus € Outbin uyytnuBum, Hix ExoKID', aisa giarHocTuku
AKIINI [23], € 71arHOCTUYHOIO TTPU HEKOMMAKTHOCTI JIIBOTO NIIYHOYKA 1 MOXKE BUSIBUTU
amikanbHi aHeBpusmu 1pu [KMIIL. Businenns ¢iopo3y 3a I0MOMOror Mi3HBOTO
MOCWJICHHST TIapaMarHiTHUMH KOHTPaCHUMHU 3aco0aMM, IO MICTSTh TaJOJIIHIA CHpHsE
crparudikamii puszuky A nmpu 'KMII [24], AKMII [25] 1, MOXJIUBO, IPY apUTMIYHOMY
cUHIpoMi TpoJanicy mitpanbHoro kianana (ITMK) [26, 27]. HoBi MeTtoan KapTyBaHHS
Mi1OKapa MOXYTb BUABUTH qudy3Huit Hi0po3 1 Bu3HAUUTH eTionorito rineptpodii JILI as
npu3HayeHHs1 crnenudiuHoi Teparii, Hampukian xBopoba Pabpi Ta amiIoinos.
[IporHocTruHe 3HaYEHHSI METO/IIB Bi3yasti3allii i€ HaJIeXKUTh OL[IHUTH.

Bizyanizarmis cepus 3a jgomomoroto KT mae mnepeBary BHCOKOI MPOCTOPOBOIi
pozaubHoi 31aTHOCTI (ESC CardioMed, po3ain 12.1) [28]. Cunxponizamist EKT', nonatkosi
MOCJI1IOBHOCTI 3aTPUMKHU AMXaHHS Ta BUKOPUCTaHHs OeTa-01okaTtopiB Auist 3HKeHHS] UCC
MOKPAIYIOTh AKICTh. PamiaiiiHuii BIUIUB 3HAXOJMTHhCA B Jiala30HI 1HBA3MBHOI
koponapoanriorpadii (IKAI'). Koponapna komm’torepHa TomorpadiyHa anriorpadis €
KpaluM METOJIOM JIJIsi BUKJIFOUCHHSI CTEHO3Y KOPOHAPHOI apTepii y Malli€HTIB 3 HU3bKOIO
nMoBipHicTio [XC [29, 30]. HasBHicTh WacTHX TepeIyaCHUX CKOPOUYCHb IUTYHOUKIB
(IICII) BryinBae Ha AKICTh MalXKe BCIX MOJIATbHOCTEH 300pakeHHS.

Komenmap poobouoi epynu: Ha cboeo0HwHil OeHb € 0ani wjo0o inghopmamuieHocmi
Strain-Exo sik uymaueo2o memooy, sKuil 00380J51€ OeMaiIbHO OYIHUMU CepYesy MEXaHIKY,
gizyanizyeamu Oeghopmayiro Miokapoa, KI0YaAYU 2100AIbHY NO3008IHCHIO dedopmayiro,
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pecionanvHy Oegopmayiro ma MexaHiuHy OUcnepciro, sAK HNOMEHYIUHUX MapKepis
WITYHOYKOBUX apUMMIU.

5.1.3.5. IIposoxayiiini diacnocmuyuni mecmu

[TpoBokariiiiti giarHOCTUYHI TecTu mijgcyMoBadi B Tadomaumi 1. 3aranpHi TecTH, 110
MIPOBOJIATRCA, 11€ TECTYBaHHS OJIOKATOPIB HAaTPIEBUX KaHAJIB IPpU CUHIpoMi bpyrana i Tect
Ha aJICHO3WH [IJI1 BUKIIOYEHHS JIATEHTHOTO Iornepeanboro 30ymkeHHs [31, 32].
ITpoBokariisi eninedpuHoM Moxke Oytu kopucHoro mpu KIIIIT, xomu ¢izuuni BopaBu
HEMOXKJIMBO BUKOHATH. Tect Ha eniHedpuH He pekomenaoBanuit st LQTS yepes Bucoky
4aCTOTy XMOHOTO3UTUBHUX PE3YJIbTaTIB 1 KOPUCHICTh TECTY 3 (PI3MUHMM HaBaHTAKCHHSIM
[33]. Koponapumit Bazocmasm, sk mnpuunHy DI 3a BiICyTHOCTI OOCTPYKTHUBHUX
KOPOHApPHUX 3aXBOPIOBaHb/KapA10MiONaTIi MOYXKHA MEPEBIPUTH 32 JOTIOMOTOIO TOJAATKOBUX
IHTPaKOPOHAPHUX J103 All€TUIIXOJIIHY/€prOHOBIHY.

Komenmap pooouoi epynu: cmanom na 01.07.2024 p. nikapcoki 3acobu 3
MINCHAPOOHUMU HENnameHmo8aHUMU HA38AMU AYEMUTXOIIH Ma epeoHO8IH 8 YKpaini He
3apeeccmposani.



45

Tab6auusa 1 — BHyTpimHb0BeHHI NPOBOKAaNiliHi JiarHOCTUYHI TeCTH

IIporoxosu Kpurepii npunuHeHHs
Jo3a/mBuaKicTL TeCTyYBaHHS, Yac IMocu
HiarnocTuy- indysii/ IHo3uTusB- ITporunokasa KOHCYJIbTYBAHHS Ta CIIOCTEPEKEH Micue3naxona JIAaHH
HHUH TecT Inpuxanis TpPUBAJICTH HMIi TecT HHA YHPABJIiHHA HA JKeHHS A
Alimarin CimeliHa icTopist 1 MI/KT mPOTSTroM BrS 1 tum Itvn BrS EKT, | IIT/®III, v 1 BrS EKT, 30 xB mpu Jlaboparopis 32, 34,
BrS ado SADS 5-10 xB (MaKc. EKT. CH. 3amo6ixui | PVCs, posimpenss QRS HETaTHBHOMY | KareTepizariil 35
Komenmap PeaniMoBana no3a 100 mr) abo 1 3axomy, Akmo € | >150%. TECTI; abo
pobouoi zpynu: 3YIIMHKA CEPIIST MIV/KT 31 JIOKa3Hu ITpu IO T/®III BBeCTH aMOyIaTopHe
CIMAHOM HA 0e3 CXC. mBuakictio 10 3aXBOPIOBAHHS 130IIPEHAIiH B/B, HATPIIO 4 TOOUHKM TIPH | MICIIe TS
01.07.2024 p. MI/XB. 3a1uc y MPOBITHOCTI ripoKapOoHar B/B. TO3UTUBHOMY | TECTYBaHHS 3
JUKapcbKuil 3acio CTaHJAPTHHX 1 (po3rIstHEMO TECTI. MTOBHUM
3 MIDICHAPOOHOIO BHCOKHX BUKOPHCTAHHS peaHiMaIiiHIM
HenameHmoBaHo MPEKOPIATHHUX JPOTY LISt 00MaTHAHHSM.
HA36010 AlMAiH BIJIBCICHHAX THMYaCOBOI Komenmap pobouoi zpynu:
6 Yxpaini ne npotsirom 30 XB. CTUMYJISLIIT) cmanom Ha 01.07.2024 p.
3apeecmposanuli JUKApChKUil 3acio 3
MIHCHAPOOHOIO
HeNnameHmoB8aHo HA36010
i3onpenaniu 6 Ykpaini ne
3apeecmposanuil
drekainin Te came, 110 2 MI/KT IIPOTSTOM Te came, Te came, 110 Te came, 110 afiMaIiH. 4 rogvny, skio| Te came, 1o 36
aliMaiH. 10 xB (Makc. 103a 1o aiiMaix. TecT aliMaiH.
150 mr). 3amwc y afMais. HETaTUBHHIA;
CTaH/IAPTHHX 1
BHUCOKHX 24 rouHY TIpU
MPEKOPATBHUX MO3UTHBHOMY
BIJIBEACHHSX TECTI.
nipotsirom 30 XB.
Eninedpun KIILIT Ta BigmounTn 10 xB. >3 ynapi [NonorxeHHs Cucronivanii apTepiaTbHUMA 30 xB. Te cawme, 110 37
peaHiMOBaHUI [ounits 3 0,025 PVT abo QTc >480 mc. THCK > 200 MM PT.CT., HECTiliKa aiiMaltiH.
TICIIs 3yTIHMHKA MKI/KT/XB JIBOHAIIPaB T a6o ®UIT, >10 IMIIK/xs,
cepis 3 abo 0e3 npotsrom 10 xB, nernoi VT. yepryBanHs 3yoiis T abo
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IIpoToxonun Kpurepii npunuHeHHs
Jo3a/mBuakicTnb TeCTyBaHHS, Yac IMocu
HiarnocTuy- indysii/ IHo3uTusB- ITporunokasa KOHCYJIbTYBAHHS Ta CIIOCTEPEKEH Micue3naxona JIAaHH
HUI TecT Inpuxanist TpPUBAIICTH HMIi TeCT HHS YHpPaBJIiHHA HSl JKeHHSI 1
CXC, xomu TecT TTOCTYTIOBO HETIePEHOCHMICTB TaITi€HTA.
3 (bI3MIHIM 30LTBIIYHTE 0 SIKIIO CHMITTOMU 30€piraroThCs
HaBaHTa)KCHHIM 0,05,0,110,2 TICIIS IPUTMHEHHS, B/B
HEMOYKJIUBUH. MKT/KI/XB METOIIPOJION 2,55 mMr
CimeiiHa icTopist | KpOKamu 10 5 XB. npoTsiroM 1 xB.
SADS.
ATeTHITXOMiH [Timo3pa Ha Buytpimusokopor | Crasm Creno3 iBoi TumMdacoBHit €IEKTPO A1 Hopmanpamii Kar 38
crasMm apHe BBCIICHHST: KOpPOHApHOI | MaricTpai PE3EPBHOT CTUMYJIALTII. qac naboparopisi.
KOPOHAPHUX RCA: 20150 aprepii >50%, 3- Pusuk xapmioreHHOTo IIOKY. CIIOCTEPEIKEH
CY/IVH. Mkr. LCA: 20,501 | BisyamizoBa | CyauWHHE HSI TICIIS
100 MKT IpOTATOM | HHU T Yac | ypaKeHHs, 2- MIPOLIETYPH.
20 c. InTepBanu MPOLENYypH. | CYIUHHE
MDK IH'ekIissMu >3 YpakeHHS 3
XB. TOTAJIBHOIO
MakcumaibHa okmrosiero, CH
no03a 50 MKT B NYHA HI/1V,
RCA 1100 mkr B HUPKOBA
LCA. HEJIOCTATHICTD,
TSDKKA
OpoHxiabHa
actma.
Epronosin Te came, 110 Buytpimasokopon | Te came, JliBoctoponHiit | Jlyst pe3epBHOT cTHMYIISILIT Te came, 1m0 Kar 39
AIETHIIXOITIH. apHe TIoeTarHe 1o MaricTpajgbHUH | HEOOXiHO BCTAHOBUTH AlETHWIXOMIH. | Jaboparopis.
BBEJICHHSI: areTHnxom | crenos >50%, TUMYACOBHH €JICKTPO/I.
RCA (2060 mr) H 3-cynuHHe Pusuik xapmioreHHOTo 10Ky .
LCA (20-60 mr) YpaxKeHHS, 2-
MPOTSATOM 2—5 XB. CyIVHHE
ypaXKeHHs 3
TOTAJTLHOIO

okmo3iero, CH
NYHA IV,
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IIpoToxonun Kpurepii npunuHeHHs
Jlo3a/mBHAKICTH TeCTyBaHHS, Yac IMocu
HiarnocTuy- indysii/ IHo3uTusB- ITporunokasa KOHCYJIbTYBAHHS Ta CIIOCTEPEKEH Micue3naxona JIAaHH
HUI TecT Inpuxanist TpPUBAIICTH HMIi TecT HHS YHpPaBJIiHHA HSl JKeHHSI 1
HHPKOBa
HEIIOCTATHICTb.

AJICHO3HH Buximountu 0,1 -0,3 mr/kr Imentudixa | Acrtma, IToGiuni mji: GpoHXOCIA3M, 5 XB. Te came, 10 40
MIPUXOBaHE (MaxkcuMaIbHa st 3aXBOPIOBAHHS Opamukapmis, acucrois, ®I1, aiiMastiH.
nepen30ymKeHHs | mo3a 6-12 mr abo JOJATKOBOI' | CHHYCOBOI'O CY/IOMH. AHTaroHicT: Teo(LIiH.

JI0 TIOSIBU 0 IUIAXY. BY3J1a, aJiepris
aTPiOBEHTPHKYIISP Ha aJICHO3HH.
Hoi 0110Ka T 200

TMOMEPETHHLOTO

30y KEHHS).

@Il — idpunsmis mepencepan; AV — arpioBeHTpukysipauit; BrS — cunnpom Bpyrama; KITIIT — karexomaminepriuna momiMopdHa
nuryHoukoBa Taxikapmis; EKIT — enmekrpokapaiorpama; CH — ceprieBa HenoctatHicTh; LCA — miBa xoponapna aptepis; NYHA — Heto-
Mopkcbka acomiamis ceprst; ITIIK — mepeuachi mutyHoukoBi komiuiexken; PVT — momiMopgHa muryHoukoBa Taxikapmis; RCA — mpasa
kopoHapHa aprepis; CPAC — cunapom pantoBoi aputMiuHoi cMepTi; CXC — cTpykTypHa XBopooa cepirst; DI — iopuisiis nuryHoukis; VT
— IIUTYHOUYKOBA TaXiKap/Iist
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5.1.3.6. Enexmpoghizionoeiune oocniodcenns

Enextpodizionoriuni JOCTiKEHHs, BKIIOYA0YM BUMIPIOBaHHS 0Oa30BHX IHTEpBAJIiB
(manpuknan, intepsan nepencepas—ic [I1I'] Ta intepsan I'ic—twtynodok [['1L]), nporpamoBana
enektpryna ctumyJsiis (ITEC) Ta enekrpoanaTomMiuHe KapTyBaHHS MOXYTh OyTH BUKOPHCTaH1
JUIS JIarHOCTUYHUX IIUJICH 1 Ut Bu3HaueHHs Teparii [41-46]. TIEC 3anexuTh BiJi OCHOBHOTO
3aXBOPIOBAHHS CEPIIS Ta MOT0 TSHKKOCTI, HASIBHOCTI 200 BifICyTHOCTI crioHTaHHOo1 1T, cymyTHBO1
MEIMKAMEHTO3HOI Teparii, MPOTOKOIY CTUMYJIAIT Ta Miclsd (MICIb) CTUMYJIALIL. THIOBI
MIPOTOKOJIA BKJTFOUAIOTh CTUMYJIALIIO 2 TUISTHOK TpaBoro nutyHouka (I11) 3 2-3-a noxuHaMu
OCHOBHOTO ITMKITY, BBEJICHHS 3 €KCTPacTUMYJIIB Ta BBEJICHHS 130npeHaniny [44, 47, 48].

VY nanwmii yac IIEC B 0CHOBHOMY BUKOPHUCTOBYETHCS IS TIATBEpIKEeHHS iarHo3y LT
Ta 1HAyKyBaHHS KaptorpadoBanux [IIA, npudyomMy KIHIIEBOIO TOYKOIO aOmsmii €
HelHAYKTUBHICTh. [lamienTn 3 cepueBoro HemoctatHicTio Ta DOBJIII <35%, 3a3Buuaii,
MaTUMyTh nokazanHs 110 IK/I; omxke, inaykuis LLIT/ILI® nepexn iMmnanTaiiero He noTpiOHA. Y
namieHTiB 13 CXC 1 nmoMipHO 3HUKEHOI abo 30epexxenoro OBJIII, siki MarOTh CHUHKOIIE
He3 sicoBaHoi npupoau, HAyKiss CMILT 3 TIEC moxe OyTH KOPHCHOIO Jisi BU3HAUYCHHS
OCHOBHOI IPUYMHU Ta MPOTHO3YBaHHS MoAaibvX nofii [42, 49]. Inaykuis [TIIT/II® npu
CXC, 3a3Buyaii, po3risiIaeThes, Kk Hecnenudiuna o3naka [50-52].

[Ipu nepBuHHHX eneKTpu4yHUX 3axBoproBaHHsAX [IEC He Mae NpPOrHOCTUYHOTO
3HAYEHHS, X04a € JIeSK1 JIOKa3H JJIs1 PO3IJISA Ty MOT0 BUKOPUCTAHHS TP cuHapomi bpyrazna [23].
[HBa3uBHA eneKkTpodi3ioNoriuHa OIllHKa MOXKE€ MaTHh BaKJIMBE KIIHIYHE 3HAYCHHS IS
HAIIIEHTIB 3 MIOTOHIYHOIO aucTpodiero [53].

3aBIIsIKM TIPOTPECY B KapTyBaHHI BUCOKOI HIUILHOCTI, KAPTYBaHHS HANPYTH, MOKA3HUKU
IPOBIAHOCTI/penossipu3aliii Ta (ppakiioHyBaHHs €IEKTPOrpaMHu MO>KHA BUKOPHCTOBYBATH IS
BU3HAUEHHS IIe  a0msrii  abo  JIarHOCTUKM — KapAiOMIOMaTUYHUX — 3aXBOPIOBaHb.
EnnokapnianbHe KapTyBaHHS Moke OyTtu kopucHuM y naudepenmiamii AKIIIT Big
nooposikicHoi LT ta mis npuniibHOI O1o1Icli y BUMaakax mijo3pu Ha miokapaut, AT Ta
capkoino3 [54-59].

5.1.4. I'enemuune mecmysanms

MacoBe mnapayielbHe CEKBEHYBaHHsS a00 CEKBEHYBaHHsS HACTYITHOTO TOKOJIHHS
MPU3BEJIO JI0 MiIBUIIICHHS JJOCTYIMHOCTI TEHETUYHOTO TECTYBaHHS 3a MEHIIIOO I1iHO0 [60]. ¥V
OUTBIIOCT] TIAarHOCTUYHUX KapAi0JIOTTYHUX T€HETMYHUX TECTIB BUKOPUCTOBYIOTHCS BEIUKI
ma”enl TeHIB, BU3HAYEHI AacoIliallisiMU 13 3aXBOPIOBAaHHSM, CTBOPEHHM IOTEPEIHIMU
JOCHIJKCHHSIMU, TOOTO reHu-KaHauaatu. OqHak, 0arato momnepeHix acolfiamiii TeHiB Oyiu
OCKap>KeHl MO0 iX JIarHOCTUYHOI KOPUCHOCTI. TOMy HE pPEKOMEHIYeTbCS BKIIIOYATH
CYMHIBHI F'€HH JI0 3BHYAHUX JIarHOCTUYHUX MmaHesei [61-65].

Komenmap pobouoi zpynu: na momenm pospooxu oanoi Kniniunoi nacmanou maxi
Memoou 2eHemuyHo20 MeCmy8aHHs, K NnapaielbHe CEeKEeHYB8AHHA AO0 CEeKBeHYB8AHMHs
HACMYNHO20 NOKOJIIHHS PYMUHHO 8 YKpaini He npo8oosamucsi.
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3araapHO TEHOMHI TOCITIPKEHHS acoIlialiil BUSBWIIH, 110 3arajbHI TeHETHUYHI Bapiarlii
OJTHOHYKJICOTUHUX MOJIIMOP(]PiI3MIB MOKYTh CIIPUUYMHATH a00 3MiHIOBaTH (DEHOTHIH MPH
cuaapomi bpyrama, LQTS, 'KM Ta JIKM. OmiHkyd TOJIT€HHOTO PU3HKY, MOKAa3HUKH,
OTpUMaHi Ha OCHOBI KyMYJSTHUBHUX €(EKTIB IHMX OJHOHYKJICOTUIHHX MHOJIIMOP(DI3MIB,
MOXYTh, OT)KE, BIIIrpaBaTH pOJIb y JIarHOCTHIIl Ta MPOTHO3YBaHHI IMUX YMOB Yy
MaiioyTHhOMY [65-70].

CexkBeHyBaHHsI  CTBOpIO€  IUGPOBI  JaHi, SAKI BHUMaraloTh  IOJAIBIIOTO
O1oiH(OpMaLIIITHOTO aHaMI3y, IO JI03BOJISIE TOYHO BM3HAYWTHU OutbImicTh 3MiH JIHK, 1o
BIJTMBAIOTh HA KOJYIOUMH KapKac Ko>kHOro reHa [71]. HaltnommpeHimuMy BUSBICHHSIMU €
OJIHOHYKJICOTHJIHI BaplaHTH, 10 BUKJIHKAIOTh IMPOCTI aMIHOKHCJIOTHI 3aMiHU (MICCEHC),
mepeayacHe 3aBepiieHHs abo aHomauii crotadicuHTy. BeTaBkm Ta/abo  BUmasieHHS
3ycTpiuaroThea piamie. KiiHiuHe 3Ha4yeHHsS OUIBIIOCTI HEKOJIOBAaHMX BapilaHTIB IIE
HAJIC)KUTh BU3HAYUTH [71, 72].

Pamkn s 1HTepmperTamii NPUYMHHO-HACIIAKOBOTO 3B’SI3KYy  3aXBOPIOBAHHS
T€HETUYHUMH BaplaHTaMHM CTaHAApTU30BaHl I IISTH KiaciB: V «maToreHHui»; IV
«iMOBIpHO maroreHHui»; |l «BapianT HeBH3HaueHoro 3HauyeHHs»; |l «iMoBipHO
n00posiKicHUI»; 1 | «100posikicHUiT». BUKOpUCTOBY€EThCSI KOMOIHALIIS TOKA31B: 3B A30K MK
reHaMu Ta 3aXBOPIOBAaHHSMU; HASIBHICTh BapiaHTY Yy 3J0pPOBUX Ta/ab0 XBopuX; AaHi in silico;
dbyHKIIOHATBHI JaHi in vitro Ta in Vivo; Ta JlaHi 010 cerperariii cimei [73].

Myrarist (Bapiant kiacy IV a6o V) moxke OyTu HerailHO BUKOpHCTaHa a0o s
MiTBEP/KEHHS JA1arHo3y y MpoOaHiB (IEPIIOro MOCTpaXkaajoro wieHa ciM’i), abo mis
MOYaTKOBOI JIarHOCTUKH POJUYIB Ta MOXKE JOMOMOITH BH3HAYUTH Tepamito Ta/abo
nporHo3. [lokazana nepioanuna nepeoiidka ycix Bapiantis [V 1 III kmacy [73].

[lepeaimmanTaliiiHe T€HETUYHE TECTYBaHHS € PaHHBbOIO (HOPMOIO MPEHATAIbHOI
F€HETUYHO! JIarHOCTUKHM. ['€HeTUYH1 [1arHO3W €MOpIOHIB, 3aIUIIHEHUX 1In  Vitro,
1I€HTU(IKYIOTBCS 32 TOMOMOTOK0 O10MCIi, 0 JO3BOJISIE MEPEHECTH TEHETUYHO HOPMabH1
eMOpI1OHU B MaTKy. SIKII0 METOAMKA JOCTYIHA, BAXKJIMBO HAAATH 1HPOPMALIIIO NalllEHTaM 3
MOHOTCHHHMH 3aXBOPIOBAHHSIMHU CEpIl B MITOPOAHOMY BiIlli. 3aKOHOJABCTBO IIOJIO
MepeAIMIUIAHTALIIITHOTO TEHETUYHOT'O TECTYBAHHS BIAPIZHAETHCSA B PI3HUX KpaiHaX, TaKOX
CTparterii BiAPI3HAIOTHCS.

['eneTnuHe Ta KIIHIYHE TECTYBAHHS Ma€ MIPOBOJUTHUCS JIUIIIE MIKIUCIMILIIHAPHUMU
rpynamu, A0 CKIIaay SIKMX BXOJATh MpoQecioHald, SKi MalOTh HABUYKH KOHCYJIbTYBaHHS
II0JI0 HACIJIKIB 1 HEBU3HAYEHOCTI PE3yJIbTaTIB, a TAKOX JOCBIIUEHI KapJi0J0TH, 3/1aTHI
CIpsIMyBaTH Ha TECTyBaHHS Ha BU3HaueHHs (penotury [31,74-76]. HeratuBuuii pe3ynprar
HE BUKIIIOYAE J1arHO3 1 HE TMOBHHEH BHMKOPUCTOBYBATHCS 3 1i€i0 Meroro. CTpykTypa
TCHETUYHUX Ta 1HIHMX KIHIYHUX JIarHOCTUYHUX TECTIB JJIsi MEPBHUHHUX EJIICKTPUUHUX
3aXBOPIOBaHb, 3aCHOBAaHA Ha J0Ka3ax, SKIIO BOHU €, HaBeJeHa y Taomuin 2.
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Ta6auus 2 — 'eHeTHYHI TeCTH Ta peKOMEHA0BaHe 00CTeKeHHs NPO0aH/IiB Ta POAMYiB 3 NEPBHHHUMH

CJICKTPUYHUMH 3aXBOPIOBAHHAMH CEPUA

Panmiii
ImiomaTtuuna penoasipizaniii
LQTS Cunapom bpyrana KITIIT LOJ 11| HHUI CHHIPOM
I'eHeTuuHuii Tect Kuaac Ia Knacl Knac Ia Knacll b KnaclIl b
IpoGann TToyarkoBuii HapixHuit kamiHb y EKT EKT i EKT" y Bucokux Tecr 3 (izuunmm Jus. Po3ain EKT
KJIIHIYHHUI niarsoctuii EKT Tect 3 QizuunIM HPEKOPIIAIbHYX BIIBEACHHAX | papaHTaskeHHSIM 5.2.3, cueHapiii 3
TeCT HaBaHTAXCHHAM ITpoBokartiiHwif TeCT
OJIOKATOPIB HATPIEBUX KaHAJIB
[ Tectw/mporecu BuxmounTtu BuxmrounT (heHoKoMiI0 BuxmounTu XMEKT
HaOyTi (enokoriro/CXC
LQTS
Follow-up 1-3 poku B 3aJIKHOCTI BiJl piBHS PH3UKY
(KOHTPOJILHHI
BI3HT)
Pomnui Komiuiuamit EKT EKT Tta EKT 3 Brcokum EKT EKI'1 EKT 3 EKT
CKpHHIHT Tecr 3 piznuruM | TpexopAiaIbHAM BiBeaeHHsM: | Tect 3 QisnuHUM BHCOKauM ExoKI'
HaBaHTAKEHHSIM niodaru 3 10 pokiB HABaHTAKECHHSIM npeKapIiaTbHAM
(ko 11e broxaTopu HaTpiEBHX KaHAIIIB, Bin HapopKeHHS BiZIBEJICHHSM
MOYKITBO) TIPOBOKAITIHI TECTH: ITOYaTH 3 Tect 3 dizrmuaIM
Bin HapomkenHs 16 pokiB, SKIIIO HEMAE HaBaHTAKEHHSIM
KJIIHIYHMX TIOKa3aHkb [77, 78] ExoKI" [79]
Follow-up  |TTo3uTuBHMIf (heHOTHT TA/a00 1-3 poku B 3aJI€KHOCTI BiJl pIBHS PU3UKY
(KOHTPOJBHHI Bapianr [V/V knacy
BI3HT)

HeraruBhuii peHOTHUIT 1 HEMae]
Bapiant [V/V knacy

Pospsin
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Taboauusa pexomenaauniii 4 — PekoMmeHnaanii moa0 reHeTHYHOT0 TeCTYBAHHA

Kuaac PiBenn
Pexomenpamii pexkoMeHaamin® | A0Ka30BOCTI®

['eHeTHYHE TECTYBaHHS PEKOMEHAYETHCSA, KOJIU
3aXBOPIOBaHHS JIarHOCTOBAHO Yy JKMBOi a0o I B
NOMEpJIOi JTUTUHU 3 WMOBIPHOIO T€HETUYHOIO
ocHOBOIO Ta pusukom I1IA Ta PCC [80, 81]

Komu Bmepme BusiBICHO mependadyBaHHi
NPUYUHHUA BapiaHT, PEKOMEHAYEThCA OIlIHKA I C
MATOTEHHOCTI 32  MDKHApPOJHO  MPUNUHATOIO
cuctemoro [73]

Axmo y >kuBoi abo moMeEpsioi AUTUHU OYIo
BUSIBJICHO BapiaHT kiacy IV abo kimacy V 13
3axBoproBaHHsAM, o0 Hece pusuk LA Ta PCC,
PEKOMEHIY€EThCS TCHETUYHE TECTYBaHHS POJIUYIB I
MEPIIOTO CTYMEHsS, POAWYIB 3 CHMITOMaMH Ta
0OJIIraTHUX HOCIiB.

PekomeHnmyeThCs, MO0 TEHETHYHE TECTyBAaHHS Ta
KOHCYJBTYBaHHS  IIOAO MOro  MOTEHLINHUX
HACIIIJKIB MPOBOJIWIUCA MIKIUCIUILIIHAPHOO I
KOMaH/I0k0 eKCTepTiB [76]

Pexomennyetnbcsi, mo0 Bapiantu kiacy Il
(BapiaHTH HEBU3HAUYEHOI 3HAYYIIOCTI) 1 Kiacy IV
OIIHIOBAJIMCS Ha Cerperamiro B CIM X, J¢ IIe I C
MOXJIUBO, 1 BaplaHTU NeploIUYHO
MEePEOIIHIOBAIINCS.

He pexkoMmeHayeThcsi TPOBOAUTH TEHETUYHE
TECTYBaHHS y TALIEHTIB 3 1HAEKCOM, 1[0 CBITYUTH
IpO  HEIOCTAaTHICTh  JIOKa3iB  T€HETUYHOTO I
3aXBOPIOBAHHS.

Knac pekomengamii.*
PiBeHb J0Ka30BOCTi °
PCC, panroBa cepueBa cMepth; 1A, nuryHOYKOBa apUTMis
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5.2. liarHOCTHYHA OL[iHKA NPHU NEePIIOMY 3BePHEHHI 3i IVIYHOYKOBOK APUTMI€I0

y naui€eHTiB 0e3 BiIOMOIo 3aXBOPIOBAHHS CepUs
A Tta (nepepBana) P3C € nommpeHuMu nepmMy IposiBaMy paHille HEBIJOMOTO

3aXBOPIOBAHHS cepilsi. Budepriaa giarHocTHYHA OIliHKA HAJAETHCS JIJIS 11 ATH CIIEHAPIiB, SIKi
4acTO 3yCTPIYarOThCSI.

5.2.1. Cuenapiii 1: BunagkoBe BUSIBJICHHSI HECTIHKOI HTYHOYKOBOI Taxikapail
AJNTOPUTM OIIHKU MAIli€HTIB 13 BunagkoBuM BusiieHHsaM HIUIT mpexacrasneHo Ha

Puc. 5.

!

Ouinka HLIT (TpuBanicts OcobucTiin aHaMHes CiMeRHWi aHaMHes
Lukny, Mopdonoria, (daxTopn puanky cepueso-  (cuHapom panTosol ceuesol  JlabopaTopHi 0GCTekEHHA
iHAVKOBaHA (i3NIHHM CYOUHHIX 3aXBODIOBAHD, CMepT, NepBUHHE ((enekTponity,
HaBaHTAKEeHHAM) CHUMITTOMM, CYNYTHI ENEKTDUNHE 3aXBODIOBAHHA, (NT-JproBNP, TSH/T4]))
(I knac) 3aXBODIBAHHA, Miki) kapaiomionatia) '
' e
AmMBynaTopHe - Aputiisitie cutkone abo Wewaka MonomopepHa HLUT abo. | cp—
obcTemeHHA _® __ | KOPOTEWIA CNOMVYeHWA nepeayacHi 1 LWNYHOYKOBUI KOMIASKE | ., nonyck
| 3 HACTYNHOW nonimopdHor HLUT .
¥
12-kaHaneHa EKT EXOKI XMEKT nonag 24 roguH
(Class 1) (Class 1) (Class lla)
‘ * v b
Mino3ploeTheA igionaTiyHe MiAo3pETLCA CTPYKTYpHA Mino3poeTbeA/ AiarHoCTHKE
NOXOKEHHS xBopoba cepusa NEPBYHHONO eNeKTpUYHOro
l 3aXBOPHBAHHA
HLWT/WE HaBaHTaxeHHa Ginbwe 10% ' Burmoqutn IXC
N l MPT
(Class lla)
= U
T 1 w l v
- # ' Mopanblie obCTeReHHA IepenT 0o po3oin
Bunvcka TMepeiiTu Ao poaainy ! ! QLCICHIS b 1 10 p ¥
lpionatuyna LWE/LIT 8iAnosigHo A0 HaibinbL MepsutHi enekTpuyHI
1 VAMOBIDHOTO AIarHO3Y 3aXBOPHBaHHA
h @Esc—

Puc. 5. Anropnt™M 06cTeskeHHS NANIEHTIB, y AKUX BUIIAJKOBO BUSIBJICHA HeCTilKa NIJIYHOYKOBA Taxikapis
HIIT — vecriiika nuryHoukoBa Taxikapais, LLIE — nuryHoukoBa ekcTpacucTodrist (MpUMITKa: B aHIJIOMOBHIH JliTeparypi
«repeaYacHuil IUTyHOYKOBHI KOMILIEKe» — premature ventricular complex, PVC), IXC — imemiuna xBopoba cepis,
XMEKT — xonrepicbke MoHiTOpyBaHHs, MPT — MarniTHO-pe3oHancHa Tomorpadis, Y — tak, N — Hi
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Bunankosa Hectiiika nurynoukoBa Taxikapmaist (HILT) € mommpenoro o3Hakoro i
4ac pyTHHHOTO Kap1i0JI0TIYHOTO OOCTEXKECHHSI (HAITPUKJIIAI, TSl HECEPIIEBUX 3aXBOPIOBAHb,
nepes Mo4YaTKoOM OHKOJIOTIYHOTO JIKYBaHHS, Mepel 3aHATTAMU CIIOPTOM) 1 MOHITOPHHTY
nepen iHAYKIli€o anectesii/cenanii ais HecepiieBux nporeayp [82]. [lamienTr 3 BUmaakoBo
BusiBiieHor0 HIIIT moTpebyroTh momansioro oocTexeHHs. HemaBHii CHHKOTIE 3 TT1103POIO0
Ha CepIeBe TOXO/KCHHS € CHMIITOMOM BHCOKOTO PH3UKY 1 MOXE CIIOHYKaTHd 0
rocmitamizamii [1, 83]. BaxmuBo ominutn wmopdosnorito HIIT (mommopdny abo
MoHoMmopdHy). TunoBa mopdonoris MIIT (puc. 6) Moxke CBIJUUTH MPO 1i0MATHYHE
MTOXO/KEHHS 31 CIPUATIUBUAM TIPOTHO30M.

RVOT VT (LBBB-like, inferior axis, V4 transition)
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2 @ ESC—

Puc. 6. Tunosa mopdoJiorist inionaTH4HOl MIJIyHOUYKOBOI Taxikapaii
LBBB — 610kana nmiBoi Hixkku my4ka ['uca, LV — niBuii nuryHouok, RBBB - 61okana npaBoi Hixkku my4ka ['ica, RVOT
— BUXIJHHU TpakT npaBoro noryHouka; [T — nuryHoukoBa Taxikapist

Hapnaku, KOpoTKuii nmepeayacHui IMUTYHOYKOBUM KOMILIEKC, IO 1HIIIIOE HECTIUKY
[MIOT a6o monomoppuy HIIT 3 kopoTkoiO NOBXMHOKO LUKy (3a3Buuail 300 mc, B
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cepenubomy 245+28, B oaHiil cepii), MOxke 11eHTU(IKYBATH MAIEHTIB 13 BULIUM PU3HKOM
PCC [84, 85]. EKT" y 12 BigBeAeHHAX y CTaHl CIIOKOIO € OIIIHKOIO MEpIIOi JiHII Ta MOXKe
BUSBUTH O3HAKU CEPIIEBOi HEAOCTATHOCTI a00 MEPBUHHUX EJIEKTPUYHUX 3aXBOPIOBAHBb
(ESC CardioMed, po3min 8.6.) [86]. ExoKI" € meTogom mepiroi JiHii Bi3yasizallii, sKuii
HaJa€ BAXIMBY 1H(popMallio mpo GYyHKIIIO ceplis Ta MOTEHIIHHY CeplieBY HEJOCTATHICTh
(ESC CardioMed 10.3, 10.10, 10.12.) [16, 87, 88]. XonTepiBCbKHii MOHITOPUHT KOPHUCHUN
st owiHky yactoty HIIT Ta moB’s3aHuX 3 HEIO MepeIyacHUX IUTYHOUKOBHX KOMIUIEKCIB
(ESC CardioMed, po3ain 8.9.) [89]. Kpim Toro, npuHaiimMH1 3-BiJBeJE€HE XOITEPIBCHKE
nociipkeHHs (V1, 1Ba HUKHIX BiJIBEICHHS ) MOXKE 1aTH IMo4aTKoBY omiHky, un HIIT/TTHIK
€ yHIQOKaJbHUMH Yd MYJbTH(OKATPHUMU, a TAKOXK IUISHKY(M) moxomkenHs HIIT.
Ocranne BaxiauBo, sk HIIT we Oyno panime 3amokymentoBano Ha EKI y 12
BiaBeaeHHAX [90].

TecT 13 (13MUHUM HABAHTAXKEHHSAM MOXke OyTH KopucHuM it 3anucy EKI y 12
BiBeneHHsX HIIT Ta BUABNEHHS CHOPUYMHEHUX (ISUYHUM HABAHTAXEHHSM ApUTMIM.
[Tocunennst aputmiit mig yac (i3MYHOTO HABAHTAXEHHS, 10 HE BKa3zye Ha 1710MaTUYHE
MOXOJIPKeHHSI, MOBUHHO BUKIMKATU Mia0o3py Ha CXC 1 MoOXke BUMaraTd MOpaaud HI0/0
YTpUMaHHS BiJ (PI3MYHUX BIIPaB 10 BCTAHOBJIEHHS J1arHO3y Ta MOYaTKY BiANOBIIHOIO
nikyBaHHs. OcHOBHY 3Hauyiy XKA ciij BUKIIFOUUTH BIATOBIAHO 10 HMOBIPHOCTI NallieHTa
nepes; 00CTeKEHHSIM.

MPT cepist ciifi po3IJsiHYTH, SKIIO MPH TEPBUHHOMY OOCTEXEHHI € Tijio3pa Ha
kapiomMionaTii abo 3amanbHi 3axBoproBaHHsa (ESC CardioMed, po3ain 10.4.) [91]. Kpim Toro,
MPT cepiist Mmoxe ieHTudikyBatu AUIstHKH (Hi0po3y, sik cyoctparu HILT [25].

Tabauus pekomenaaniin S — Pexomenaanii o0 00CTe:KeHHs MALIEHTIB i3
HELIOJAABHO MiATBEP/IKEHOI0 IIIYHOYKOBOI APUTMIEI0

Kunac PiBenb
Pexomenmamii pexkoMeHaamin® | A0Ka30BOCTI®

VY nauieHTiB 13 BOepile 3a0KyMeHToBaHOw 1ITA
(Jacta NUTYHOYKOBA EKCTPACHCTOJIIS, HECTIMKa
[UTYHOYKOBA TaxiKap[isd, CTilika MoHoMopdHa
IUTYHOYKOBA TaxikKap[isi), 0a30BO BHUKOHYETHCS I C
EKT y 12 BigBenenusx, 3 peectpyBannsm 1A,
KOJM 1€ MOXIMBO, TaKOX PEKOMEHIYETHCA
ExoKI" six miarHocTrka nmepmioi JiHii

VY marfieHTiB 13 HemoJaBHO miaATBepakeHoo [IIA
(yacTi mepemyacHi NIUIYHOYKOBI CKOPOYEHHS,
HecTiika nutyHoukoBa Taxikapaiss, CMUIT) rta ITa B
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nigo3pa Ha C3C, sike Mmiciisl IePBUHHOT OIIHKY HE
BianoBigae IXC, cmia po3risiHyTH NPOBEICHHS
MPT cepus

VYV  maiieHTiB 13 BUIIQJAKOBUM  BUSBJIEHHIM
HECTIMKOI  NUIYHOUKOBOI  TaxikapAii, ciif ITa
PO3TISTHYTH MOXJIUBICTH XonTepiBcbkoi EKT >24
roj

Knac pekomengamii.*

PiBeHb 0Ka30BOCTI °

HIA, mmynoukoBa aputmisi; C3C, cTpykrypHi 3axBoproBanHs cepust; IXC, imemiuna
XBOpoOa cepiist

5.2.2. Cuenapiii 2: Ilepmii nposiBu cTilikoi MoHOMOP(}HOI HLITYHOYKOBOI
taxikapaii (CMIIT)

AJNTOpUTM OLIIHKHU JiTeH 3 mepiuM emizogoM CMILT npencrasieno Ha Puc. 7.

binbmiicts marieHTiB, siki 3BepraroThes 3 CMILT, matore cynyraio CXC. CMIIT
npu CXC B OCHOBHOMY I0B’si3aHa 3 pyOIIEBUMU 3MIHAMHU 1 TOBTOPHUM BXOJIOM IMITYJIbCY,
1 TUIIIE 1HO/I1 Yepe3 MOBTOPHUM BX1]1 13 3ATyYEHHSIM YpaKe€HO1 IPOBIIHOT cCUCTEMH abo uepes
BOTHUIIEBI JKepena. JllarHoCcTHKa OCHOBHOI €T10J10T1i Ta BUSBJICHHS AITEH 3 17110MaTHYHOIO
IIT e BaxxyuBuMu. I[louaTkoBe 00CTEXEHHS BKIIIOYAC JETAIbHUNA KIIIHIYHUNA Ta CIMEHHUN
anamue3, EKI" y 12 BiaBenennsx ta ExoKI'. 3ammc EKI' mpum LT y 12 BiaBeaeHHAX
MOKa3aHUi, OCKUIbKY BIH HaJla€ BaXJIMBY 1H(POpMalito po Micue noxomkerns HIT.

Cneundiuna mopdounoris T (Hanpukiian, BUX1IHAA TPaKT MPaBOro HITYHOUYKA a00
dacuukynspHe noxomxeHHs) (Puc. 5), 3a BiACYTHOCTI CIMEHHOro aHaMHE3y IO
kapaiomionatiii 1 0e3 pokasziB CXC, e cBimuenHsMm inionaruynoi IIIT [94]. Atumnoa
Mopdodoriss EKI™ 1 He3BHualiHI KIIHIYHI MPOSIBU MOBHHHI BUKIMKATH MII03pY IIOJO
ocHoBHOi CXC, naBiTh sikimo BuximHa EKI' Ta exokapaiorpama HOpManbHI. Y IbOMY
CIIeHApIi CJI1 pO3TIISIHYTH J10J1aTKOBE o0cTexxkeHHs 3a jonmomororo MPT cepris [92]. Bxigna
nutyHoukoBa Taxikapmis myuka [Mica (BIUT-IIT), mo Haramye koHirypariiito Oyokaau
Hixku mydka ['ica mHa EKI, € o3Hakoro mopymieHHs mpoBigHOCTI, Hamp. mpu JKMII,
MIOTOHIYHIN qUCTpo(ii Ta XIpypriYHUX BTPYyUaHHIX Ha cepiieBomy kiamadi (Puc. 8).



OcobucTri aHamHes

WT 12-kavanoHa EKI Na6oparopHi 06CTeMEeHHA

(ROBXKMHA LKAy, (cepueso-cyauHHI Sepieea cmept, (enexTponity, (NT-
mopdonorin, CnpudrMHeHi dakTopu pusmky, aepaniitia eneTRInIe )proBNP, TSH/T4)
snpasamm) (Class 1) CUMNTOMM, CYNYTHI L LIBLLY

AXBOPKOBAHHA NIKH

12-kaHanoHa EKI ExoKrr
(Class 1) (Class 1)

Buxnouuty IXC )

MPT cepus
(Class l1a)

EnpomiokapaianbHa

AyTOiMyHHa ceponoria

Bioncia nig koHTponem
KapTyBaHHA (AKWO €
perioHanbHi WayHouKosi
ypakeHHn) (Class I1b)

Puc. 7. Anropurm 11 OIiHKH NALi€HTIB, AKi 3BePTaIOThCS 3 MEPUINM CTIHKHM eni3010M MOHOMOP(HOI IIJIYHOYKOBOI
Taxikapaii

IOT — nuryHoukoBa Taxikapaumsi, IXC — imemiuna xBopoba cepigi, [IET-KT — mosurponHo-emiciitna Tomorpadis, MPT —
MarHiTHoO-pe3oHaHcHa Tomorpadis, KAI' — koponaporpadis, IIE — nmuryHoukoBa ekcTpacucTois (IIpUMiTKa: B aHTIIOMOBHIN
JiTeparypi «mepeaJacHuil NITYHOYKOBHIA KOMITTEKCe» — premature ventricular complex, PVC), Y — tak, N — i

Sxuio nepBuHHa oniHka BUKiIMKae migo3py Ha IXC, IKAI' moxe Bukmountu [XC.
Axmo EKI' ta ExoKI' cBiguate mpo kapaiomionariio, MPT cepus Hagae BaXIHMBY
J1arHOCTHYHY 1H(OpPMaLiI0 MIOAO JIOKami3amii pyOLiB Ta XapaKTePUCTUK TKAaHUHU (PO3LT
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5.1.3.4). Skmo HeiHBa3MBHE OOCTEXKEHHS HE € OCTATOYHHUM, MOXHA pO3IJISTHYTH
enekTpoanaromidyHe kapTyBaHHs Ta [IEC g mudepeHmiabHOI AIarHOCTUKH MIXK
imiomatranoro LT ta panasoro AKIIII [95].

4 M
ECG during sinus rhythm ECG during BBR-VT
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Puc. 8. PenunpokHa muyHoykoBa Taxikapaisa myuka I'ica
BBR-VT, 3BopoTHa IUTyHOUKOBa Taxikapais myuka ['uca

Bioricist mij KOHTpoOJieM eNeKTpPOaHATOMIYHOTO KapTyBaHHS MOXKe OyTH KOPHCHOIO
st glarHoctuku TKaHuH Ha AKIIII Ta 3amanbHi 3aXBOPIOBaHHS 13 BOTHUIICBUM
MOIIUPEHHSAM (HampuKIaa, Kapaiocapkoino3) [96,97]. 3a mimo3pu Ha 3amnajibHi
3axBoproBaHHs - KT (ITET-KT), aBToiMyHH1 CepOJIOTIUHI AOCIIKEHHSI, O10TICisS YpaXKeHO1
TKaHMHHU € YaCTUHOIO JIarHOCTUYIHO1 OIIHKH [98, 99].
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Tadauusa pexomenaaniii 6 — PexomeHaauii moa0 OMiHKM NAUIEHTIB 3 MepPIIMM
€Mi30/10M CTiiiKoi MOHOMOP(HOI MIJIYHOUKOBOI Taxikapaii

Kuaac PiBenn
Pexomenpamii pexkoMeHaamin® | A0Ka30BOCTI®

VY martienTis 3 nepuum emnizogom CMIIT,
eJIeKTpodi310I0TIUHE OCTIHKEHHS,
eJIEKTPOAaHATOMIYHE KapTyBaHHA Ta 0101ICis Tij b C
KOHTPOJIEM KapTyBaHHS MOXYTh OyTH PO3TIIAHYTI
JUTA eTiojioriuHoi ominku [95-97, 100]

Knac pekomennarii.*
PiBeHb 0Ka30BOCTI P
CMILT, crifika MOHOMOp(HA UTYHOYKOBA TaxiKapis

5.2.3. Cuenapiii 3: Oco0a, sika nepexKu/ia panToBy 3yIIHHKY cepus

VY Ttux, xto nepexun P3C, cmin po3rassHytd KT ronoBHOro Mo3Ky/rpyiHOi KIIITKH,
KoJu pesynbratu oAy namienta, EKI™ ta nani ExoKI' He y3romxkyroTbes 3 cepLEeBOIO
npuunHoto [101].

V tux, xto nepexus P3C, pekoMeH 1yeThCs 3p00nTH 3a01p 3pa3KiB KPOBI M1 4aC OISy
11 MOYKJTMBOT'O TOKCHKOJIOTIYHOTO Ta FTeHETHYHOTO TecTyBaHHs [102-104].

OTpuMaHHSl 3amKCIB 13 CEPLEBHUX IMIUIAHTOBAHUX EJEKTPUYHUX MPUCTPOIB Ta
MOPTATUBHUX MOHITOPIB peKOMEHAYEThCs ycim, xTo niepexkuB P3C [105-108]. V tux, xTo
nepexuB P3C, pekomeHnaytotbes nmopTopHi EKIT™ y 12 BiaBeaeHHAX mig 9ac ¢TabUIbLHOTO
putmy (Birovyatoun EKIT 3 Bucokum mpekamiansHuM BinBeneHHsaMm) [109], a Takox
Oe3nepepBHUI MOHITOPUHT cepiis mig yac oxyskanus [110-111]. ExoKI" pekomenaoBana 3
METOIO PaHHBOI JIIAaTHOCTUKY JJIs1 BUSIBJICHHS OyAb-SKUX CTPYKTYPHUX aHOMAJIIH Ta OLIHKH
¢ynxkuii cepus B ycix nauientis 3 P3C [111, 112]. Koponapna Bizyanizamis Ta MPT cepus
3 Mi3HIM MMOCUJICHHSM TapaMarHiTHUMH KOHTPaCHUMHM 3aco0amu, 110 MICTATh TaJl0diHIN
(IIII") pexomenaoOBaH1 AJisl OL[IHKA CTPYKTYpHU Ta (yHKUIi cepus B ycix nauieHTiB 3 P3C
0e3 4iTKOi OCHOBHO1 npuunHu. HeogHopa3zoBo 0yino nokasano, mo MPT 3a6e3neuye 3HauHy
JI1arHOCTUYHY LIIHHICTh, 30KpeMa Ui JIIarHOCTUKM MPUXOBaHOiI Kapaiomionarii [27, 113-
115]. TlepBuHHI €NEKTPUYHI 3aXBOPIOBAHHS MOXYTh OyTH BHUSBJIEHI 3a JOMNOMOTOIO
MIPOBOKAIIIMHUX TECTIB, TAKUX SIK BUKOPUCTaHHS OJIOKAaTOpiB HaTpieBUX kKaHamB [32, 116-
118], anenos3uny [40, 121], eninedpuny [37, 48, 122-126], epronoBiny/aneruaxoiny [111,
127] mpoBenennus EKI nexaun ta crosum [119, 120], mcuxonoriyamii cTpec-TecT, a TAKOX
TeCT 3 (PI3MUYHUM HaBaHTaXEHHSM. Y TUX, XTO mepexkuB P3C, mius AiarHOCTUKH Cria3zmy
KOPOHApHUX CYIUH MOXHA PO3IJIIHYTH TECTH 3 €prOHOBIHOM, allETHIIXOJIHOM.

Enextpodizionoriune JOCHIPKEHHS Ta €JIeKTPOaHATOMIUHE KapTYBaHHS MOXKYTh
OyTH KOPUCHUMHU JJI1 PO3YMIHHSI MEXaHI3My 3YNUHKH Cepls Y KOHKPETHOTO Malll€eHTa Ta
BUOOpY TepameBTHMUHUX BapiaHTiB  [131-135]. T'eHeTWuHe TeCTyBaHHS  MOXKE
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ineHTudikyBatu MosnekynapHy npuuuHy P3C nuisixom BHUSIBICHHS MAaTOT€HHUX MyTalllil y
reHax, MoB’sA3aHuX 13 cnenudiunumu penorunamu [102, 136, 137].

Tabanusa pexomenaaniii 7 — Pexomenaanii mo10 1iarHOCTUKHA THX, XTO
nepexus P3C

Kuaac PiBenn
Pexomenpamii pexoMeHaamin® JT0KA30BOCTI°
JutuHi, sika nepexxusia P3C 6e3 nmo3acepiieBoi
MIPUYMHN PEKOMEHI0BAaHO 3HAXOIUTUCH ITi]T I B
HATJISI0OM MYJIbTUIUCITUTUTIHAPHOT KOMaHH [ 74,
139-144]
VY enexrponectabunpHux aitent micis P3C 3 I C

M1703pOI0 Ha TPUBATY 1IEMII0 MiOKap/a,
NoKa3zaHa KopoHaporpadis

Axuo npu nposeaenHi EKI™ ta ExoKT ix
pe3yJIbTaTu HE BIANOBIAIOTH CEPIIEBIM MPUYMHI, ITa C
T, siki iepexuu P3C, cnin posrisiaytu KT
TOJIOBHOTO MO3KY/TpynHO1 KimiTku [139, 145]

JiTsm, sixi Brokwnd miciist P3C, pexkoMeH10BaHO
MIPOBECTH 3a01p KPOBI JIJIsl IPOBEJCHHS I B
TCHETUYHOTO Ta TOKCUKOJIOTTYHOTO TECTYyBaHHS

[138, 103]

PekoMeH0BaHO OTpUMAaHHS 3aMKCIB 13
Kap/I10JIOTTYHUX IMIUIAHTOBAHUX €JIEKTPOHHUX I B
MIPUCTPOIB Ta NIEPEHOCHUX MOHITOPIB AJIs yCiX
nitelt, siki nepexunu P3C [106, 107]

VY Tux, xTo nepexus P3C, pekoMeHIy0TbCS
npoBecty oBTopHi EKT y 12 BigBeneHHsX i
4ac CTaOUTBHOTO CEPIIEBOTO PUTMY (BKIIFOYAIOUU I B
EKT 3 BUCOKMM IpeKop/1iaJbHUM B1JIBEICHHIM), a
TaKOX MPOBEICHHS OE3MEPEPBHOTO CEPIIEBOTO
MoHiTopuHry [109, 111]
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JJ1s OIIIHKY CTPYKTYpH Ta QPYHKIIIT cepIis B yCiX I C
nai€eHTiB, aki nepeneciu P3C pekoMeHyeTbes
npoBeneHHs ExoKT

Koponapna Bizyamizariiis Ta MPT 3 III1I €
PEKOMEHOBAaHUMH JIS OLIIHKH CTPYKTYPH Ta
¢byHKIT cepiig yciM NalieHTaM JIUTSIY0ro BiKy I B
micist P3C, o Bikmim 0€3 4ITKOT OCHOBHOIL
npyUYrHY 3axBoproBanHs [111, 112, 115]

Tum, xTo nepexkuB P3C 6e3 4iTkoi OCHOBHOI
IPUYMHU 3aXBOPIOBAHHS, PEKOMEHI0BAHO
IPOBECTH TECTU 3 OJIOKATOPaMHU HATPIEBUX I B

KaHaJIiB Ta (P13MYHUM HaBaHTaKeHHsM [106, 111,
146-148]

Tum, xTo nepexku P3C, po3risiHyTH TeCTH 3
€proHOBIHOM, allETUJIXOJIIHOM a00 MOXHA
PO3MIISIHYTH MOKJIBICTD IPOBEACHHS Ib B
TINEePBEHTWISALIITHOTO TECTY 3 METOIO 11arHOCTUKHU
cria3Mmy KOpoHapHuX cynuH [127,149]

Knac pekomennarii.*

PiBeHb 10Ka30BoOCTI P

P3C, panroBa 3ymuuka cepus; MPT 3 IIIII, marHiTHO-pe3oHaHcHa ToMmorpadiss 3 Mi3HIM ITOCHIEHHIM
napaMarHiTHUMA KOHTPaCHUMH 3ac00aMU, 10 MICTATh TaAOTiHIH

5.2.4. Cuenapiii 4: PantoBa cmepts (PC) nanienra

AJNTOPUTM OIIIHKH PamnTOBO MOMEPANX MpeactaBienuit Ha Pucynky 9. Ilorenmiitae
TCHETUYHE 3aXBOPIOBaHHS cepilsi MOkHa ineHTu(dikyBatu B 25-49% Bumnankis PCC y
MOJIOJUX TaIi€HTiB. L{e Takok MOXe TOPKHYTHCS poaudiB momepsioro [56, 138, 173]. I1{o6
BCTAHOBUTU NPHYMHY CMEPTi, BAKIUBO 310paTv ycl JOCTYNHI JlaHl HIOJ0 MNONEpeaHiX
CHUMIITOMIB, CYIyTHIX 3aXBOPIOBaHb Ta CiMeHOT0 aHamHe3y [56, 138, 104, 150, 151].

OcHoBHa poJsib po3tTuHy npu PC — BcTaHOBieHHS npuuMHU cMmepTi. Excnept-
KapJ110JI0T 3MIHIO€ MEepBUHHUN niarHo3 y 41% BuUMaaKiB, MIIKPECIIOI0UN HEOOXI1THICTh
excriepTHOro omiHtoBaHHs [151-153]. CnagkoBi 3aXBOPIOBaHHA Ceplisi, BUSBIEHI IiJl 4ac
po3TuHy, BKIHO4aTh Kapaiomionatii ([KMII, IKMII, AJIITII) ta nepeauacuy IXC [174,
154]. TOKCHUKOJIOTIYHUN CKPUHIHT MOXE€ BHUSBUTH TME€PEIO3YBaHHS HAPKOTUKIB abo
noJinparmasiro y 31-56% unankis PC y namienTiB mosogoro Biky [155, 156]. V Bunankax
HEraTUBHUX pE3yJibTATIB AayTOINCIi 3 HEraTUBHUM pE3yJIbTaTOM TOKCHUKOJIOTTYHOTO
JOCIIKEHHS MO>KE€ 3aCTOCOBYBATHCS TEPMIH CHHIPOM parTOBOI apUTMIYHOI CMEpTi
(CPAC), a mepBUHHI €IEKTPUYHI 3aXBOPIOBAaHHS € MOTeHIIHUMU npuunHamu [138, 80,
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112, 141]. 36epexenns tkanunu s BunineHHs JIHK e BaxxnauBuM nmis mocMepTHOTO
reHeTnyHoro anamizy [80, 157, 158].

KniniyHauil Ornsg poAudiB MEPIIOrO CTYIEHS CIOPITHEHHS € BaKIUBOIO, SKIIO
MpUYMHA CMEPTI Micas po3TuHy HeBimoma (Posnin 5.2.5, cuenapiit 5) abo € migo3pa, 1o
BOHAa € CHAJKOBOIO, 3 BCTAHOBJICHHMM KOMOIHOBAaHMM [1alrHOCTUYHUM PE3yJIbTaTOM
reHeTnyHoi Ta KiiHiyHOI orinkm 18-53% [140, 154, 159]. IlocmepTHe TreHETHYHE
TECTYBaHHS TIOMEPJIOTO, CIIPSIMOBAHE Ha BH3HAYCHHS MPUYMHHU CMEPTI, BUSBISIO MyTaIlii
npuOIM3HO B OJHIM TpeTHHi Bumaakis [138, 154, 157].

5.2.5. Cuenapiii 5: Poau4i momepsmx i3 CHMHAPOMOM PpPamNTOBOI APUTMIYHOIL
cMepTi

JlocmipkeHHs, 10 OLIHIOTE ciM’i momepiux 13 CPAC, BUSBUIM OCHOBHY
T€HETUYHY XBOPOOY ceplisl Y pOJIUYIB, SIKa BBAKAETHCA MPUUYUHOIO CMEPTI 32 BIJICYTHOCTI
IHIIIX O3HAK. 3arajJlbHUi JTIarHOCTMYHHI BHXI1J KoJmBaBcsA Bif 18 mo 53%, 3anekHO BIf
MOMyJIsIlIi Ta MPOTOKOJIB KIIHIYHUX AochikeHb [164]. Ertiomoris Bkmowana LQTS,
cunapoM bpyrazga, KITIIT Ta 1111 po3naau, Taki Ak kapaiomionatis. [164]. Yci npoTokonu
JOCJIIIKEHHS CIIUpaTUCs Ha MOIIOHUM MOYaTKOBUM MIJIX1]] O OLIHKY MAaTOJOTTYHUX 3BITIB
MIOMEPJIOTO, 1ICTOPii XBOPOOU Ta OOCTABUH CMEPTI, a MOTIM NPONOHYBAJIA KIIHIYHUM OIS
poaryaM 3 MIHIMyMOM OCOOHMCTOIO aHAMHE3Y, CIMEMHOT0 aHaMHE3Y, (P13UKAIBHOTO OTJISIY,
EKI' i Tecty 3 ¢i3nyHMM HaBaHTaxeHHsM, a Takok ExoKI' [112, 140, 141, 165-170].
Po3xomkeHHs mossraiyd B 4acTOTI BUKOPHUCTAHHS JTOAATKOBUX TecTiB, Takux sik EKIT 3
BHCOKHMM BIJIBEJICHHAM, XOJITepiBChbke MoHiTopyBaHHs, EKI' 3 ycepeaHeHum curnaiom,
MPT cepiis Ta npoBokaitiiine TectyBanus [31]. [Ipoba 3 610kaTopaMu HATPiEBUX KaHAIB 1
EKI" 3 BHCOKMM BiJIB€JICHHSM, SIKI CHCTEMATHYHO BHKOHYBAJIUCS POJMYAM IOMEPIIHX 13
CPAC, nokazanu y 28% Bumankax aiarHo3 cuHapoMmy bpyraga B omHOMY TOCIHIIKEHHI
[169]; onHak € 3aHENMOKOEHHS WIOAO XMOHOMO3WTHUBHUX pe3ynbrariB [35]. Kpim Toro,
MPOBOKAIlisl €MIHEQPUHOM HE BUBYAJIACAd CUCTEMATH4YHO B ciM six 3 HasiBHICTIO CPAC, are,
Ha JYMKY I[i€1 KOMICii, MOK€ OyTH KOPUCHOIO /IS naifieHTiB 13 migo3poro Ha KIIIIT, sxi ve
MOXYTb BUKOHYBaTH (pi3uuHI Bripasu [33].
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JepTea panToBol CMepTi
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Puc. 9. Anroput™ OLiHKH )K€PTB PaNTOBOI CMEPTI.
CPAC — cunapom panrtoBoi apurmigaoi cmepti, PCC — pantoBa cepueBa cMepTh
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Tabauus pexoMmenaaiiii 8§ — PexomeHnaauii o0 OiHKM KePTB PanToBOi
cMepTi

Kuaac PiBenn
Pexomenpamii pekoMeHAanmin® | JA0Ka30BOCTI®

Hocnimpxenns HecioaiBanoi PC, oco6muBo y pasi
17103pH Ha CMaIKOBY XBOPOOY, Ma€ CTaTu I B
IPiIOPUTETOM OXOpOHH 370poB’s [138, 175]

VY Bunagkax PC pexomeHayeThes 310patu
JeTaTbHUMN OMKUC 0OCTaBUH CMEPTI, CUMIITOMIB, SIK1 I B
nepeyBajid CMEPTI, CIMEHHUI aHAMHE3 Ta

HepErsIHYTH TonepeiHi MeauuHi 3anucu [138]

KoMrutekcHMT pO3THMH PEKOMEHJO0BAHO B YCIX
Bunaakax HecroaiBanoi PC 1 3apxau y Biti < 50 I B
pokis [80, 152, 153, 155, 157, 158]

VYV Bunaakax PCC pekxomeHayerbcst 30epiratu
3pa3ku, npugatHi ana  ekcrpakmii  JIHK, Ta
MPOKOHCYJBTYBAaTUCSA 3 KapAIOJOTOM, SIKIIO € I B
MiJo3pa Ha CHAJKOBICTh a00 MpPUYMHA CMEPTI
He3’sicoBana [152, 153]

TOKCUKONOTIYHUN CKPUHIHT PEKOMEHJOBAaHUMN Y

Bumnajikax PC 3 HeBU3HAYEHOIO PUUMNHOIO CMEPTI I B
[155, 156]

Hnsa PCC, ne npuunHa BigoMa abo Ii03pI0EThCS,
[0 € CHAaJAKOBOI, PEKOMEHIYETHCS T'€HETUYHE I B

TeCTyBaHHs, CIIpsiMOBaHe Ha mpuunHy [138, 113,
157]

[Ticnas CPAC pekoMeHIOyeTbCcsl  MPOBOJIUTH
IIOCMEPTHE TEHETUYHE TECTYBaHHS, CIPSMOBAHE
Ha IEPBUHHE EJIEKTPUYHE 3aXBOPIOBAHHS, SKIIO I B
nomepauit  mosoguii  (mo 50 pokiB) Ta/abo
00CTaBUHHU, Ta/abo cIMeHHUI aHaMHE3
HiATBEPDKYIOTh NEPBUHHE €JIEKTPUYHE
3axBoproBanHs [138, 112, 80]
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Ko po3THH AiarHOCTye MOXKIIMBY CHaJIKOBY
XBOpPOOY cepIlsi, PEKOMEHAYEThCS HalpaBUTH I B
POJIUYIB TIEPIIOTO CTYICHS CIOPIAHCHHS IS
OOCTEXXEHHSI CepIlsl 70 CIeliaTi30BaHOol KITIHIKU

[159, 160].

Y Bumnazakax PC Ge3 aytomcii, konu € migo3pa Ha
CIIaJIKOBY XBOpOOY cepIlsi, PEKOMEHAYETHCS
HApaBUTH  POJUYIB IIEPIIOTro CTYIEHA I B
CIOpIMHEHHS M1  OOCTEeXKCHHS  Cepus [0
criertiasiizoBanoi kiminikm [112, 141, 161]

[Ticna CPAC mMoxHA pO3MIISIHYTH TOCMEPTHE
TeHETHYHE TeCTYBaHHS MOKIMHOTO HA HAsIBHICTh I1b C
JTOJTATKOBUX T€HIB

[Ticna CPAC He pEeKOMEHIYEThCS IOCMEpPTHE
TeHeTUYHE  TecTyBaHHS  Oe3  rimore3 13 I1I B

BUKOPHCTAHHSIM CEKBEHYBaHHSI €K30My a0o
rerHomy [162, 163]

Knac pekomennarii.*
PiBenb j1oka30BoCTi P
CPAC, cunapom pantoBoi aputMiuHoi cMepTi; PC, panrroBa cmepts; PCC, panToBa cepueBa cMepTh

OcraHH1 J1aHl BKa3yloTh Ha NpuHaiiMHI 13% MarOTh reHEeTHYHE MOXOHKEHHS Y
suragkax CPAC [31, 75, 80, 164, 171]. 3Buuaiine criocTepeKeHHS CiMei O3 TiarHo3y aae
Majo HOBHX AiarHo3iB [172], xoda AiTH MOMEpPINX MOXYTh CIIOCTEpIraTHCS Ha BIKOBI
3aXBOPIOBaHHS JI0 MOBHOJIITTSA [ 78].

SKmo pe3ynbTaT po3TUHY € HEOJHO3HAYHUM, abO0 SIKIO PO3TUH HE MPOBOJUBCS Y
naumieHta mojonoro Biky y Bumaaky PCC 3 ciMeliHUM YU OCOOMCTHM [1arHO30M 3
M1JI03pUIOI0 Ha CIAJIKOBY XBOPOOY Ceplls, TOA1 pe3yJbTaT CIMEHHOT OI[IHKY OYB MOI1I0HUM
10 pe3ynbraTiB y ssBHuX Bunankax CPAC [112, 141, 159].

Tadauus pexomenaaniin 9 — PexomeHaauii mo/10 oiHKU poau4iB MOMepJIHX i3
CHHAPOMOM PaNTOBOI APUTMIYHOI CMEPTi

Kaac PiBenn
Pexomenaamii pekoMeHaanin® | A0Ka30BOCTI®
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PexoMeHayeThCs cimeiine 00CTEe)KCHHS
nomepiux 13 CPAC:

* JUTSl POJINYIB TIEPIIIOTO CTYTEHS POJIUHHOCTI

* JUIS POJAWYIB, SKI TOBHUHHI OYTH HOCISIMH
MyTaIlii Ha OCHOBI aHaI13y CIMEHHOTO aHaMHE3Y
* UTSl POJINYIB 3 T1AO03PIIIMMH CUMIITOMAaMH

* SKIO BIK TaIllieHTa cTaHOBUTH 50 pOKiB, abo
SAKIIO € 1HII HempsMi JaHl 9d  CIMCHHHA
aHaMHe3, sKIi  BKa3ylOTb Ha  CIAJKOBE
3axBoproBanHs [112, 140, 141, 166, 169]

o cimeitnoi miarHoctuku nomepiux i3 CPAC
PEKOMEHTyE€ThCS BKJIFOYATH TCHETUYHE
TECTyBaHHS, KOJM IIOCMEPTHE TI'E€HETUYHE
tectyBanHsa y nomepiux 13 CPAC BusBise
naToreHHy mytamiro [80, 141, 165, 169].

PexoMeHnyeTscsi 0a3oBe OOCTEXKEHHS POJIUYIB,
nomepiux 13 CPAC, o BkIItouae 30ip aHaMHE3Y
XBOpOOM Ta BHKOHAHHS (PI3MKAJIBHOTO OIJISAY,
IIPOBEEHHS CTaHJAPTHOI Ta BHCOKO
npekapaianbHoi  EKI', ExoKI' Ta Tecty 3
¢izmunuM HaBaHTaxeHHsM [112, 140, 141, 165,
169]

VY cim’sx 13 CPAC 6€e3 giarHo3y miciis KJIiHIYHOTO
00CTEeX)EHHSI PEKOMEH TYEThCSI CITOCTEPEIKEHHS 32
JTITBbMUA TIOMEPJIMX JO JOCSTHEHHS HHUMH
noBHOITTS [78, 172]

dapmMaKoJIOTiuHI TECTU 3 OJIOKATOPOM HATPI1EBUX
KaHAJIIB CJI1 PO3IJIAHYTH Y POAUYIB OMEPIIHX 13
CPAC Bikom 16 pokiB 1 cTapie, sIKI0 0a3oBe
TEeCTyBaHHs Ta/ab0 JaH1 MpoOaHAIB MiABUIIYIOTh
niz03py Ha cuuapoM bpyrana [165, 169]

ITa

AMOYIIaTOpHUIT MOHITOPUHT CEPLEBOIO PUTMY
ta MPT cepus MoxyTb OyTH pO3IISIHYTI Y
poauuiB momepiux i3 CPAC [112, 141, 165, 169]

I1b
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dapmakoJIoriyHi TECTH, BKJIFOYAIOUH Ilb B
MIPOBOKAIIIIO apeHATIHOM (SIKIIO TECTyBaHHS 3
GI3MYHUM HaBaHTAKCHHSM € HEJOIJILHUM) Ta
MIPOBOKaAIlsl OJ0oKaTopaMyd HATPIEBUX KaHAIB,
MOXYTh OyTH PO3TIIIHYTI Y POJUYIB IEPIIOTO
ctyneHsi cnopigHeHHs, nomepiux 3 CPAC 3
HOpMaJILHUM 0a30BUM TecTyBaHHsM [112, 169]

Komenmap pobouoi cpynu: midcHapooua
HEenamenmoBana Ha36a JIKAPCbKO2O 3aco0y
aopeHnanin - enineppun

VY cim’sx 13 CPAC 63 giarHo3y miclis KJIiHIYHOTO III C
OOCTEXEHHSI, HE PEKOMEHIYEThCS TMOJabIIIe
CIIOCTEPEKEHHS 3a 0€3CUMIITOMHUMU
JIOPOCIIMMH, SIKMX MOYXHA BHUIMCATH 3 MOPAJ0I0
MOBEPHYTHUCS, SKILO Y HUX 3’ SIBISATHCS CUMITOMHU
a00 3MIHUTBCS CiMeitHui anamues [78, 172]

Knac pekomennarii.*
PiBeHb 10Ka30BOCTi °
CPAC, cunapom panToBoi apUTMigHOI CMEPTI
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6. Tepanisi IUTYHOYKOBHUX apuTMiil. 3arajibHi acnekTH

3araJjbHi pekoMeHaaIlil.

PimmenHsa 1mof0 movarky Teparii A JIKyBaHHS YacTUX IILTYHOYKOBHUX apUTMIN y
HEMOBJIAT, JITEH Ta MiTITKIB 3aJIKUTH BiJl BIKY, CHMIITOMATHKH, CIICIU(MIYHOTO JI1arHo3y, a
TaKOX €JIEKTPUYHOTO Ta T€MOJIMHAMIYHOTO BIUIUBY apUTMii. TakKUM YHHOM, ICHYE ITUPOKUI
CHEKTp MOXJIMBUX METOJIB JIKYBAaHHS, BIJ] 3aCMOKOEHHS Ta BUIIMCKA JO arpeCUBHUX
AHTUAPUTMIYHUX MpenapaTiB ado KaTeTepHOi absIlii.

BpaxoByroun uacto noOposikicny mpupoxy LT y miTeit, ouikyerbes, 10 MicTs
PETENBHOr0 A1arHOCTUYHOTO 00OCTEKEHHS OLIBILICTh MALIEHTIB HE TOTPEOYyBATUMYTh TEpaIlii.
Po3rnsaaroun nuTaHHS 100 JIKYBaHHS HEMOBIIAT Ta JAITEH PaHHBOTO BIKY, SIKI HE MOXYTh
BUCIIOBUTH KOJHHMX CKapr, CIiJ 3BEpTaTh yBary Ha O3HAKM MOXIIMBOTO IOPYIICHHS
reMOJAMHaMIKA. BOHM MOXYTh BKITFOUATH SIBHI O3HAKH 3HM)KCHHS CEPIIEBOTO BUKHUY, TaKi K
3MiHU niep(y3ii 00 BUMIPHUX MApKEPIB METAOOIIYHOTO alHI03y.

Bynp-sky noaito, mo Haraaye cuakorne ado P3C, cimig BBaxkaTH 3Hauymow. € Kijabka
OUYEBUIHUX O3HAK 1 CHMIITOMIB Y IIUX HAWUMOJIO/IIMX MAI[IEHTIB; TAKUM YHHOM, TOHKI O3HAKH,
TaKi sIK HaJMipHA IPaTIBIMBICTh 00 3HIKEHHS 00’ €My BXKUTOT 1K1, CJT1] BBAYKATH BaXKIIMBUMH.
[arienTam crapioro BiKy, SIKi MAlOTh MIATBEPPKEHI CUMIITOMH, TTOB’sI3aH1 3 apUTMIEIO, SKI
MOXYTh OyTH MapKepaMu TMOPYIICHHS TeMOJWHAMIKHU, TaKl sIK 3allaMOPOYECHHSI, CHHKOIIE,
3aJIUINKA, JIETKa BTOMJIIOBAHICTh a00 OUTb y TPYISX, TAKOXK CIJ PO3TISIHYTH MOXKIUBICTD
JMKyBaHHA. SIKIIO BIUIMB IITYHOYKOBOI apUTMIl € JIOCTaTHRO 3HAYHUM, TEPAIii0 CIiJ
PO3MOYMHATH TIOETAITHO, 3 TIOCTIMHOIO MEPEOIIIHKOK 00paHOTO KYpCy, 11100 rapaHTyBaTH, 110
MO>KJIMBICTB/UMOBIPHICTh MOOIYHHX €(PEKTIB BiJ JIKyBaHHS HE MEPEBULLYE HACITIJIKIB apUTMII.
Takum 4YMHOM, IUII OOpaHUX METOMIB JIIKYBaHHS IMOBMHHI OyTH YITKO BH3HAY€HI Ta
MOBIIOMJIEH]1 POJIMHI NIEPE]] BIIPOBAHKEHHSM, OCKUIBKA TIOBHE YCYHEHHSI apUTMIi 4acTO HE €
HEOOX1THUM, 1 crpo0a 3pO0UTH 1€ MOXKE MPU3BECTH A0 HENPUWHATHOTO PU3UKY MOOIYHUX
eQeKTiB.

Byno BuIyilieHO HU3KY ONMUCOBUX IMyOJIKaIlil, 1€ IE€TAIBHO OMUCYETHCS MPUPOJIHA Ta
Henpupoana ictopis [T [1-10]. V kokHOMYy 3 HHMX € TMalll€EHTH, SIKI OTPUMYBAIU
MeIMKaMEHTO3HE JIIKYBaHHS, Ta 1HIII, 3a SKUMH crioctepiramu 6e3 Brpydanus. PK][ He icHye,
1 B ITUX CEPIsiX BUMAJIKIB OYJIM BIIMIHHOCTI B KPUTEPISX YCIIITHOTO pe3ynbTaTy. JlociKeHHS
BIZIMOBIII HA PI3HI JIKKA 4acTO TPYIMyBajM 3a MICIIEM BHHUKHEHHS/MEXaHI3MOM apUTMii Ha
ocHoBi xapakrepuctuku EKT, sxi OyayTs oOroBopeHi qaii. Song Ta iH. [7] MOB1IOMIIIHN 11010
37-mu martienTiB BikoM Biz 0 10 19 pokiB, sKi 3BEpHYJIUCS 3 1IIOMATUIHOI0 MOHOMOP(HOIO
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IUTYHOUYKOBOIO Taxikapaiero MK 1999 1 2009 pokamu. 3 Hux Oymo 13 marieHTiB 3
moposoriero BITHIIT ta 24 3 mopdosoriero BJIHIIT . JIBamisaTs oTpuMyBaan aHTHAPUTMIYH1
npenapaTy, 3 MTOBHUM BiTHOBJICHHSIM y 14 1 mokpaiieHHsM y 5 marfieHTiB. Y miid rpymi Oyna 1
CMEpPTh, ajie IoIPOoOHIIl He mpencTaBiieHi. [[porHo3 o0 TOBHOTO 3HUKHEHHS Taxikapii OyB
0COOJTMBO BHCOKHM Yy HEMOBIIIT, 3 JIIKyBaHHsAM abo 0e3 Hporo. Pfammatter ta in. [11] 3
€Bporrelicekoi pobodoi rpymu moBigomuan npo 98 mitert i3 IIT, sxi cnocrepiramucs B
CepeHbOMY BIPOJAOBXK 47 MICAIIB, 3 SIKUX 25 HE OTPUMYBAJIM aHTUAPUTMIYHI TpenapaTH.
Konen mnaimienT He momep. Y 40 maiieHTIB MeIUKaMEHTO3HA Teparis Oyiia YCHIITHO
IIPUITMHEHA B CEPEHBOMY Uepe3 23 MiCsIIIi MiCIIsd 3BEPHEHHS, JIHIIIE Y 3 MaIli€HTIB OyB PELU/IUB.
[Ticos 3aBepIieHHs AOCTIKEHHS 23 MallieHTH 3aiuIaivcs Ha Teparii. L1 marienT BKiroyamm
ymiie 7% TUX, XTO 3B€pHYBCS B PAHHbOMY JUTUHCTBI TPOTH 30% THX, XTO 3BEpHYBCS Mi3HIIIIE,
3HOBY JIEMOHCTPYIOYM BHCOKHM pPiBEHb CIOHTAHHOTO JOOPOSIKICHOrO Iepediry apuTMii,
0COOJIMBO Y THX, XTO 3BEpPHYBCS B TUTUHCTBI.

VY nocnimxennit Wang Ta iH. [1] y TopoHTo Oyno 72 maiieHTH 3 1110MATHYHOIO
IUTYHOYKOBOIO apUTMIEI0, Y TOMY 4HCHI 19 13 IpUCKOpEHUM IUTyHOUYKOBUM pUTMOM, 30 13
MIPABOILTYHOUYKOBOIO TaXiKapi€ro 123 13 TIBOIUTYHOUYKOBOKO TaXiKap/i€ro. 3aruonux He 0yro.
3 32% natlieHTIB 13 MPUCKOPEHUM IILTYHOUYKOBUM PUTMOM YC1 BIJIIIOBUIM Ha TEPAMIIO, IPUIOMY
B-6mokarop OyB HainommpeHimmM mpernaparom. Y rpymi LT 3 mpaBoro muiyHouka JiBi
TPETUHU OTPUMYBAJIM MEAUKAMEHTO3HE JIIKYBaHHS 13 3arajlLHUM MOKa3HUKOM ycrixy 60%.
brokaropu kanbiiieBux kaHamiB Oymu edextuBHumu y 12 13 13 abo 92% mnariieHTiB, sKi
orpuMmyBaid JikyBanHa y rpymi T niBoro mutyHouka, Xouya BOHH, SIK TPaBWIIO, HE
PEKOMEHJIOBaHI1 JITSM MoJoAe 1 poky.

HaBeneni Buiie Ta 1HIN JOCTIIHKEHHS TPEACTABIAIOTH JCIIO PI3HOPIIHI MIIXOIU J0
MeauKaMeHTo3Horo BeAeHHs Aiter 3 11T, SIk yacTo BUIHO OCTaHHIM YacoM, PIIICHHS MO0
JTiKyBaHHA Mae OyTtu 1HAMBIAyadsHUM. Koim mokazaHa MeauKaMEHTO3Ha Teparlis, 4acTo
JOULIBHO MOYMHATH 3 3-010KaTopiB a00 OJI0KATOPIB KalblIEBUX KaHAJIB, BPAXOBYIOUH, IO
BOHH, SIK MPABUJIO, AYXeE J00pe MEPEHOCITHCS Ta HE MAaOTh MOOIYHUX €(EKTIB y HiTell Ta
MUTITKIB. B-0JIOKaTOpH Maiike 3aBXK/IM € Tepari€ero NepIoi JiHiT A1 HEMOBJIST, X04a 0co0Hu,
SIK1 32 HUMHU JIOTJISIAI0Th TTIOBUHHI OYTH MOMNEPEHKEeH]1 100 03HAK 1 CAMITOMIB T1MOTJIIKEeMIi
y LI BIKOBIA Tpymi. AHAaJOrIYHO, OJIOKATOPH KAaJbI[IEBUX KaHAJIIB BUSBUJIMCS JOCUTH
e(eKTUBHUMH, SIK TEpIla JIiHIS Tepamii HUTYHOYKOBUX apUTMIM, XOoya BOHH, 3a3BHUYail, HE
PEKOMEHIYIOThCS JITSM MoJouie 12 MicsliB yepe3 MOBIAOMIICHHS PO BUIAJKU TNIMOOKOT0
HOPYIICHHS reMouHaMIKH [ 12-16].

Bubip Tepaii, okpim 1iux npenapartis MepIoi JiiHii, TOBUHEH BPaXOBYBATH HE JIUIIIC BIK
MaIfieHTa Ta apUTMIYHANA CyOCTpar, ajieé TaKOXK JOCBIA 1 3HAHHS (haXiBIliB 3aKJIAdy, B SIKOMY
MAIIEHT IPOXOANTD JIKyBaHHA. TOJI, SIK y IESKUX 3aKjIa/laX 1HIiIOITh 3aCTOCYBaHHS OUTBITT
arpecuBHux (4acto kiacy III) antuaputmiuamx nmpenapaTtis s pepakTepHOT MITYHOUKOBOT
apuTMii, 1 1€ BBAXKAETHCSI HOPMAIHHOIO TIPAKTHUKOIO, 2 HAMPABJICHHS Ha aOJISIII0 apUTMIYHOTO
cyocTpary Moke OyTH HACTUIBKM ) JOPEYHHMM BApIaHTOM y LEHTpaxX 3 BEJIUKUM 00 €MOM
BTpYy4aHb, Ta (axiBLl IKUX MAIOTh IOCB1I pOOOTH 3 JITHbMH 3 III€I0 MATOJIOTIELO.
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6.1. HlnyHoYKOBA eKTOMisi/TaXiKap/is B IMTUHCTBI

[307150BaHy MUTYHOYKOBY €KTOITIIO0 a00 TaxiKap/Iil0 y HEMOBJIST YacTO BHUSBISIOTH, SIK
BUTIAJIKOBY 3HAXiJKy TiJ Yac KIIHIYHOTO OIJISIAy HE IOB’S3aHOTO 3 3aXBOPIOBAHHSIM.
JlikyBaHHS TPYHTYETbCS Ha PETEIbHOMY aHali3l (PyHKI[IOHATBFHOTO Ta CHMITOMAaTHYHOTO
BIUIMBY Ha PICT Ta PO3BUTOK HEMOBIATH. Kibka BETMKNX KOTOPTHHUX JOCIIIKEHb, K1 OyIIn
MIPOBEICHI, IEMOHCTPYIOTh, 10 OLIBIIICTH HEMOBIIAT 3 130160BaHOF0 LI T ycminmHo mikyroThCs
TUIBKH 32 YMOBU KOHCEPBATUBHOT'O CITIOCTEPEIKEHHS.

VY BenmukoMy OararorieHTpoBoMYy orjisiii Pfammatter ta ciBaBTOpiB [2] 3a3HaueHO, 110
MOPIBHSIHO 3 JiThMH cTapiie 1 poky y HemoBiAT 13 LT menma #MOBIpHICT BUHUKHEHHS
cumnToMmiB (22% npotu 38%; p<0,05) 1 OuIbIIa HMOBIPHICTH TOBHOTO 3HUKHEHHS TaXiKapAii
(89% npotu 56%; p<0,01). Lli BUCHOBKYM OyiM MiATBEPKEHI B €IMHOMY 3BITI LIEHTPY Levin
Ta iH. [4], SKUH TaKoXX IMPOJEMOHCTPYBAB BIJACYTHICTh CTaTUCTUYHOI PI3HHUIN B 4acl 0
3HuKHeHHs LT Mk HeMOBIIsSITaMu, sIK1 aMOYJIaTOPHO OTPUMYBAJIM aHTHAPUTMIUHI IPETapaT,
1 TUMH, XTO 1X HE OTPUMYBaB.
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6.1.0. HeBinkyiaaHe JikyBaHHS

6.1.1. JlikyBaHHSI NPUYMH, 1[0 BUKJIUKAJIHA APUTMII0

Bropunni npuunnu P3C moxyTts ctanoButu 10 50% [1, 2]. OgHak, y OUIbIIOCTI
BUIAJIKIB BAXXKO BH3HAYUTH TOYHY OCHOBHY npuuumHy P3C 1 yum € BOHa 0OOpPOTHOIO.
KommiekcHe oO6cTexxeHHs namieHTiB skl nepexuiu P3C € 000B’3K0BUM, SKIIIO OCHOBHE
3aXBOPIOBAHHS CEPIlsl HEB1IOME a0 € Mijo3pa Ha MPOTrPeCyBaHHs 3aXBOPIOBAHHS (PO3LI
5.2.3, cuenapiit 3).

EnextponiTHuii nucbananc, HaMpUKIA TirnokaiieMis, Moxe crnpoBokyBatu LT, a
IIBUKE ITABHUIICHHS PIBHS MO3aKIITHHHOIO Kajil0 MOKE MPHU3BECTH A0 acHUCTOil [2-5].
[am dakropu, Taki SK Opamukapmis, imeMis, KOpOHApHUH CrasM, TpoM0OO03, JIMXOMaHKa,
roCcTpe TOJIOAYBAHHS Ta Jli€Ta MOXKe cripuatu BuHUKHEHHIO [IIA [6-8]. Pexomenayerbes
HEBIKJIaIHA KOPEKIlis IMX BTOPUHHKUX (PaKTOPiB.

JlikapchbKO-1HIyKOBaHI apuTMIii CHiJ 3amiJO3pUTH y NAII€HTIB, SKI OTPUMYIOTh
npenapard, 1o, SK BIJOMO, 3MIHIOIOTh EJIEKTPUYHI BIIACTUBOCTI cepls (HampuKiIamn,
BUKJIMKaIOTh NoAoBkeHHsI QRS Ta/abo QT) abo cipuyMHSIOTH €IEKTPOJIITHI MOPYLIEHHS
(Hanpuknan, Tia3uaHl Ta NETAbOBI AlYpETUKH). Y BUMAAKY MIJ03pH HAa MEIMKaAMEHTO3HO-
1HIYKOBaHY apUTMil0 HEOOX1THO BIIMIHUTH OYJlb-SK1 MPEnapaTu, O MOIJIM COPUYUHUTH
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T, Ta yHUKaTH pPEYOBHH, fAKi, SIK BIIOMO, MOAOBXKYIOTH 1HTepBan QT (Hampukian,
cortanon) [9, 10]. Nimomarniemis Ta/abo rimokamieMis Moxke OyTH TOB’s3aHa 3 torsades de
pointes (TdP). BayTpiniHbOBeHHE BBEJICHHS MarHiro € e()eKTHBHHUM METOJOM JIIKYBaHHS
TdP HaBiTh 3a BijicyTHOCTI rimomarsiemii [11].

VY pedpakrepanx Bumagkax penuauByrodoro TdP Ha Tii HaOyTOro mojoBKEHOTO
iaTepBany QT apuTMmito MOkHa 1HT10yBaTH 301JIBLICHHSIM CEPIIEBOTO PUTMY 3a JOMIOMOTOI0
13ompoTepeHouy (i30npeHaliny) abo TpaHCBEHO3HOI CTUMYJIALIII.

Komenmap pobouoi cpynu: izonpomepeHon — mopeo8eibHa HA368a JIKAPCbKO20
3acoby 3 MINCHAPOOHOK HEeNameHMOBAHOK HA36010 I30NPEHANIH, AKULU CMAHOM HA
01.07.2024 p. neszapeccmposanuii 6 Ykpaiti.

Tabuuusa pexomenpauiii 10 — Pexomenaauili moao JiKyBaHHsI 000pPOTHMX
CTaHIB
Kuac PiBensb
Pexomenpamii pekomenaauiii® | gokazoBocti’

Y Bumagky migo3pu Ha A, cropuunHeny

JIKapChKUMU 3ac00aMH, pEKOMEHIYEThCS BIIMIHA I B
nperapariB, 10 BUKIMKAIOTh TaKi MOPyIIeHHS [9,

10, 13]

OOcTeXeHHsI Ha 3BOPOTHI MPUYMHU (HAMPUKIIA, I C

CJICKTPOIITHUN JucOanaHc, imeMis, TIIOKCeMis,

JMXOMaHKa)® peKOMeHayeThcsl matieHtam 3 [11A
[8,14]

He3Baxarun Ha MOXKIMBY 3BOPOTHY HNPUUYUHY Ila C
HasBHOI [1IA, HeoOximHicTh iMmmnanTarii IK]I coix
PO3MJITHYTH Ha OCHOBI 1HAMBIIYaIbHOI OITIHKH
pusuky nogansioi HIA/PCC [2, 12, 15]

Knac pexomenpariit®

PiBeHb 10Ka30BoCTi P

Crucok He BUYEpITHHUHA®

DA, nuryrouxoBa aputMmist; IKJI, iMmmuianToBaHMiA KapaioBeprep-aediopunsrop; PCC, pantoBa cepieBa cMepTh

6.1.2. HeBinkiiagHe JiKyBaHHS CTiHKOI MOHOMOP(HOI HITYHOYKOBOI TaxXiKapail
[MamienTi i3 CMIUT coix ikyBaTH BiAMOBIAHO 10 CUMITOMIB Ta etionorii (Puc. 9).
[TamieHTH 13 HECTAOUIBHICTIO TEMOJMHAMIKKA MOTPEOYIOTh HETAaWHOT CHUHXPOHI30BaHOI
Kap1ioBepcii. SIkmo CHUHXPOHI3aIIis HEMOKJIMBA, CITI BUKOPHCTOBYBATHU
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HECHHXPOHI30BaHy Tepamito. KapmioBepcis He Moka3aHa TNaIli€eHTaM 13 MOBTOPHUMH
enizogamu Hectilkoi [T (Puc. 10). BaxiuBo 1okyMeHTyBaTH Oy/b-sKy T€MOIUHAMIYHO
ToJiepaHTHY Taxikapzito 3 mupokuM QRS na EKI" y 12 BinBeneHHsX.

( Heslgxnoaua repania naujewtie is peryaspuoio Taxikapaien i3 wHpokume xomnnercams QRS J
et - @ . - (e
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PucyHok 9. Anropurm HeBinkaaaHoi Tepanii npu peryJsipHiii Taxikapaii i3 mupoxkum kommiaexkcom QRS

IMpumitkn: 1. Oxkpim CBT, ageHo3uH Takox Moxe Oyt edextuBHUM y pasi imionmatuunol LT, mo Bkasye Ha TpUrepHy
AKTHBHICTD SIK MEXaHi3M, 1110 JIeXKHUTh B OCHOBI aputMmii. 2. [lepeBaru xapuioBepcii il MOPIBHATH 3 PU3UKAaMHU, TIOB’I3aHUMH 3
aHecTe3i€ro/ceaniero. 3Baxxaloy Ha OOMEXXEHY JIOCTYITHICTh 1HIINX aHTHAPUTMIYHUX Ipenaparis.

Komenmap poobouoi epynu: cmanom wna 01.07.2024 p. nixkapcokuil 3acio 3
MIHCHAPOOHOI0 HENAMeHMOB8AHOI0 HA368010 NPOKAIHaMIO 8 YKpaini He 3apeccmposanuil
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Puc. 10. IoBTopHi emizoau LT, mo 4epryoTbest 3 CHHYCOBUMH KOMILJIEKCAMHU

Sxmo BiporigHa cymnpaBeHTpukyisipHa Ttaxikapais (CBT), cmig posrisHyTH
MO>KITUBICTB 3aCTOCYBaHHS a/ICHO3MHY a00 BarycHHX mpo0 i3 6esnepepBanM 3amrcom EKT
y 12 BigBeneHusx [16]. BHyTpiltHbOBEHHE BBEICHHS aICHO3MHY TAKOK MOXE MPUITUHUTH
neHi1 migTunu IT. Taka BiAMOBiAL MATPUMYE TPUTEPHY AKTUBHICTH, OMOCEPEIKOBAHY
HUKTIYHUM  afieHo3uHMoHoocharoM (HAM®D), sk ocHoBHuit Mexanizm 1T [17].
Oi6pusiuist nepencepas (PII) 3 cunapomom npeek3uTanii MoxkHa posmizHaTH 3a «FBI»
kaptuHoto EKI (fast, broad, irregular). Lle moxe imityBatu LT, Tomy cnin yHUKaTH
BHYTPIIIHROBEHHOI'O BBEICHHS IMpernapaTiB, sKi YHNOBUIBHIOIOTH AaTPiOBEHTPUKYISIPHY
MPOBIAHICTh, TAKUX SIK a7€eHO3WH, OeTa-0yiokatopu Ta amiomapoH [18]. Pexomenmyerbces
mByake npunuHeHHss CMIIT nHaBiTe npu rapuiit TonepantHocTi 70 CMILT, ockinbku
MO’K€ CTaTHCS IIBUKE MOTIPIIEHHS TeMOIMHAMIKH.



86

3usarra T wMoxHa JOCATTH 3a JOMOMOTOI0  €JIEKTPUYHOI KapAaioBepcii,
AaHTHAPUTMIYHHUX TpenapariB ado METOMIB CTHUMYJLAMIl. YCl aHTHapUTMIUHI TpenapaTH
(AAIT) MOXyTb IPU3BECTH A0 apTepiabHOI TIIOTEH311, aje TaK0X HEOOX1THO BpaXOBYBaTH
IHAWBITyaIbHAM pU3WK  aHecrtesii/cemariii, HeoOXigHuUX 1 Kapmioepcii. Jlms
(dapmakoIoTiYHOTO TPUMUHEHHST reMoanHaMigHo niepernocumoi [T uweBimomoi ertiomorii
MO’KHa BUKOPHCTOBYBAaTH BHYTPIINIHHOBEHHE BBEICHHS MPOKaiHaMiTy abo amiogapoHy. Y
nociimpkeHHi PROCAMIO [19] Tepariisi HOBOKaiHOM acoIlifoBajiacsl 3 BHUIOI0 YaCTKOIO
MPUITMHEHHS TaxiKap/ii Ta MEHIIOK KUIBKICTIO CEpHO3HUX CEPIIEBUX MOOIYHMX €(EeKTiB,
HDK amiomapoH. IlpokaiHamin HE CIiJl 3aCTOCOBYBATH BHYTPIIIHROBEHHO MAaIllEHTaM 13
TSOKKOIO CEPIICBOI0 HEJOCTATHICTIO, TocTpuM IM Ta TepMiHAIBHOIO CTaIi€l0 HUPKOBOI
HEJIOCTATHOCTI.

Komenmap pobouoi epynu: midicnapooua HenamenmoeaHa HA36d NIKAPCbKO20
3ac00y HOBOKAIH — NPOKAIH.

3acrocyBanHs iHmmx AAII (aiimanin, cotamon i duekainia) [20, 21] moxHa
PO3TJISIHYTH Yy MAIli€HTIB 0€3 CepHlo3HUX CEpLEBUX 3aXBOPIOBaHb, aj€ CI1J PETEIbHO
3BOXUTH pU3HMK MOOIYHMX e(deKTiB. Y pa3l Bigomoi iaionatnunoi LT (Puc. 7) nns roctpoi
KOHBeEpCIi peKOMEHA0BAHO JIIKyBaHHs Oeta-0nokaropamu (s LT 113B) abo Bepanamiiom
(mns  dacuukynapuoi IT) [23]. Xowa BepamaMii MOXX€ TPUIUHUTUA 1HII THUIA
imionmatrunoi T [23], MOXYyTh BUHMKHYTH BaXKi MOOIYHI €(EKTH, Takl SK TKKA
rinoren3is. Came TOMy BHUKOPUCTaHHS I[bOTO TIpemaparty Yy HOBOHApPOIHKEHHUX
nporturnokaszano. Akio etionoris [T HeBimoMa, BHYTpIIIHHOBEHHE BBEJICHHS BEparamiry
He pekoMmeHayeTbes [24, 25]. KommuekcHe obctexxeHHs mamienTiB 13 CMIIT e
00O0B’SI3KOBUM, SIKIIIO OCHOBHE 3aXBOPIOBaHHS ceplld HeBigome abo € mijgo3pa Ha
nporpecyBaHHs 3axBoproBaHHA (Po3nin 5.2.2, cuenapiii 2).

2014 PACES/HRS Expert Consensus Statement on the Evaluation and
Management of Ventricular Arrhythmias in the Child with a Structurally Normal
Heart

Taboimusa pekomenganiin 11 — JlikyBanus airei i3 IUIyHOYKOBUMH apUTMIAMH
Ta CTPYKTYPHO HOPMAJBHHUM cepLeM

Knac PiBeHb
Pexomenaamii pEeKOMEHAINH | JOKa30BOCTI

be3cuMIiToMHI HEMOBIISATA Ta JITH 3 HOPMAJIBLHOIO
(GYHKII€I0 IITYHOUKIB 1 YacTOO, ajie 130J1bOBAHOI0
EKTOITIEI0 IIUTYHOYKIB abo MPUCKOPEHUM I B
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IIUTYHOYKOBUM PHTMOM  IIiJUIATAIOTh  MEAUYIHOMY
CIIOCTEPEKEHHIO 0€3 MEIMKaMEHTO3HO1 UM abJIsIiHHOT
Tepamii

HemoBnsiTa Ta niTH 3 110MaTHYHOIO TaXiKapAi€ro
BUXITHOTO TpakTa, sKa J00pe TMEepEeHOCUThCS, €
HEYACTOI0, TIOBUTPHOKO Ta  CAMOIPUIUHSAETHCS
MiUISITAl0Th  MEIUYHOMY  CIIOCTEPEKCHHIO — 0e3
MEAMKAMEHTO3HOI UM aOJIsIiiHOT Tepartii

Hiteit 13 1T abo wyacTUMH IUTYHOYKOBHUMH
EKTOMISIMU, SIKI, SIK BBaXalOTh, € MPUUYUHOIO
3aJIOKYMEHTOBAaHOT JTUCOYHKINT HUTYHOUYKIB, CJiJI
JIKyBaTU MEJIMKaMEHTO3HO a0 3a JOMOMOTOO
KaTteTepHo1 absii™

JiTeil, y SAKUX CIOCTEpIra€TbCsi  MOPYLICHHS
reMOJIMHAMIKM 4epe3 MepeAdadyBaHy 1110MaTUUHY
TaxiKapAll0 BUXIAHOTO TPaKTy, CHiJ JIKyBaTu
MEAMKAaMEHTO3HO ab0 3a JONOMOIOK KaTeTepHOI
a0msami*

JliTn Ta HEMOBIIATa cTapuie 1 poKy 3 CHMITOMaMH Ta
nepeadavyBaHo0 1HTpadaCIUKYISIPHOIO Bepanamii-
YYTIMBOIO PI-€HTPl TaxiKapJi€l0 MOBHUHHI OTPUMATH
MOYAaTKOBE MEAWYHE JIKyBaHHS 3a JIO[IOMOTOIO
OlokaTopa KajbI[l€EBUX KaHaliB ab0 KaTeTepHOl
a0

Y HeMoOBIAT Ta [iTed 3 TOCTPUM IPOSIBOM
nommopproi LT mnoTpiOHO MNPOBECTH HeEraiHy
KOPEKLII0 TMPHUYMH, SKI MAJAI0ThCS JIIKYBaHHIO,
HaIPUKJIaJ MOPYIIEHHS €JIEKTPOIITHOro Oaancy abo
TOKCUYHICTbD JIIKiB

YV 0e3cCMMITOMHHUX HEMOBJIAT 1 OITEH 13 4YaCTUMH
KOMIUIEKCHUMH abo MYJIbTH(POPMHUMHU
IIUTYHOUYKOBUMH EKTOMIsIMU Teparis [-OJokaTopaMu
MOXe OYyTH KOpPHUCHOIO. SKIIO0 1Ie He J103BOJISIE
KOHTPOJIIOBaTH  apUTMIIO, TaKoX Moxe OyTH

IIa
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KOPHUCHOIO  CYyNpEeCHBHA  Teparis  OJoKaTopaMu
KaJIBI[IEBUX KaHAJIB. SIKIIO LIsI apuTMisl Jayke go0pe
TIEPCHOCHUTHCS 1 BUHUKAE P1JIKO, KOPHCHHM MOXKE OyTH
JIUIIIE CIIOCTEPEIKCHHS

Y mited 13 cuUMOTOMaMH Ta IepeadadyBaHOIO
1I0MMaTHYHOIO TaXiKap/li€l0 BUXITHOTO TPAKTy abo 3
CHMIITOMaMH, KOPEIIbOBAaHHMH 3 PHTMOM 4Yepes
IITYHOYKOBY EKTOIIi0 qn PUCKOPEHUI
1TIOBEeHTPUKYISIPHUM PUTM, MOXKEe OYyTH KOPHUCHOIO
cylpecuBHa Teparis [-O6mokaTopom abo KareTepHa
absmis™

IIa

Y HeMOBIAT BIKOM 10 1 pOKy 3 mependadyBaHOIO
1HTpadacuKyISTPHOIO BepanaMiji-qyTJIMBOIO
MOBTOPHOIO TaxXiKapAi€ero Moxe OyTH KOPHUCHOIO
MEJMKaMEHTO3Ha Teparis -01okatopamu

IIa

YV HeMOBJIT 1 JITEH 13 4YacTOI0 CKJIagHOIO alo
MYJIbTU(HOPMHOIO [UTYHOYKOBOIO EKTOMIEI0
JIKyBaHHs 1HIIUMU npernapatamu (kmacy 1 ado III)
micigs  HeedeKTUBHOCTI  [-OnmokaropiB  Ta/abo
OJIOKaTOpiB  KaJblLIEBUX KaHaIIB MOXe OyTu
JOLTBHUM

Ib

Karerepna abmnsiis™ Mmoxe Oyt JOUIITBHOIO Y ITEH 31
CKJIQJHUMHU [UTYHOUKOBUMHU APUTMISIMH, JI€ JTOMIHYE
oJtHa MOP(oJIoTisi, 800 KOJIH € T103PIOBAHUI TPUTED,
Ha KWW MOYKHA HAIUIMTH TEParito

b

ImnmanTanis [CD moxe OyTy JOLUIBHOO Y AiTel a0o
HEMOBJIST cTapuioro Biky 3 noximMopduoro LT, konu
apuTMisg 30epiracThCsl MICHAS BUKIIOUYEHHS TOCTPUX
OpPUYMH, Kl  TAJAI0TBCA  JIKYBaHHIO,  SKIIO
30epiraetbes pusuk PCC.

I1b

KarerepHna a0nsiiiist y HEMOBJIAT 1 AITEH paHHBOTO BIKY
HE pEeKOMEHI0BaHa, 3a BUHATKOM BunazakiB 1T, sxa
HE MIJIA€THCS HAIE)KHOMY MEAMYHOMY KOHTPOJIIO Ta
CYIIPOBODKYETHCS MOPYIICHHSIMU T€MOIUHAMIKU

II1
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OOmexxeHHsT (PI3UYHUX BIPaB HE PEKOMEHIYIOTHCS III C
JTITAM 13 HOPMAaJIbHOK  (PYHKIIE€H IITyHOYKIB,
BIICYTHICTIO a00 MiHIMaJIbHUMU CHUMIITOMAaMH Ta
MOHOMOP(HOIO MITYHOYKOBOIO apUTMIEI0, 10 T00pe
MIePEHOCUTHCS Ta/abo € 100pe KOHTPOJIbOBAHOKO

ImmnanTamiss ICD He pexomMeHIOBaHa Malli€eHTaM 13 I C
IIIIT, He3ame:XkHO BiJ CHMIITOMIB, 3a BHHSITKOM
BUITAJIKIB, KOJIM TaXiKapHir0 HEMOXKJIMBO aJeKBAaTHO
KOHTPOJIIOBATH 32 JOMOMOTOI0 MEIUKAMEHTIB Ta/abo
KaTeTepHO1 a0JsIlii, 1, Ha TyMKY (axiBIis, y Talli€HTa
PHU3HK PANTOBOI CMEPTI BUIIUH, HIXK OYIKYBaJIOCS

*KarteTepHa a0ALis IUTYHOYKOBUX apUTMIH y AiTel Ma€ BHKOHYBATHUCS JIUIIIE B CIICIATi30BaHUX EHTPaX JIKapsIMH, SIKi MalOTh
JIOCBIJ] IPOBEICHHS a0siiHOT Teparil y miTei.

ICD, iMmnniantoBanuii kapuioBeprep-nediopunsarop; LT, igionarnuna nutynoukosa taxikapis; PCC, pantoBa cepiieBa cMepTh

ESC Guidelines for the management of patients with ventricular arrhythmias
and the prevention of sudden cardiac death. Developed by the task force for the
management of patients with ventricular arrhythmias and the prevention of sudden
cardiac death of the European Society of Cardiology (ESC). Endorsed by the
Association for European Paediatric and Congenital Cardiology (AEPC) (2022)

6.1.3. JlikyBaHHS €JEKTPMYHOI0 INTOPMY Ta HEBIMHHOI ILIYHOYKOBOI
Taxikapuii

EnexTpuyHMii IITOPM € MOMMPEHUM siBULIEM y nawieHTiB 3 K]l 1 BU3HayaeThes, K
Tpu abo Oible enizoiB cTifikoi LA, 1o BigOyBaroThes MpoTAroM 24 ToJIvH, 110 BUMAarae
a60 antutaxikapaiiHoi crumyssiuii (ATC), abo kapaioBepcii/aediOpuiidLii, 3 IHTEpBAIOM
MK KOXHOIO TMOJII€0 IoHaliMeHiie 5 xBwiMH [26-28]. IlamienTu, skl NEpeRUIv
CJICKTPUYHUNA INTOPM, CXHJIBHI 10 TICHUXOJIOTIYHUX PO3JajiB, JEKOMIICHCAIlli CcepreBoi
HEJ0CTATHOCTI Ta MiABUIIEHOT cMepTHOCTI [29-30]. Cepilo3HICTh €JIEKTPUYHOTO IITOPMY
MOK€E BapiloBaTHUCS BiJl MOBTOPIOBAHUX Oe3cuMnTOMHUX emi3oiB [T, ski npunuHsIIOThHCS
ATC, no nHebe3me4yHOi Mg KUTTS eJIeKTpuuHoi HecTabimpHOocTi 3 IIIA, sika wacto
MOBTOPIOETHCS MiCH Kubkox yaapiB. Yacti pospsau IK][ Takoxk MOXyTh MPOBOAUTHCS
HenpasuibHo (Puc. 11).
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Tepania 1
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IKa (Class ) AKLO NpPOrpamarop uat;mn?nounf
HepocTynHwii (Class 1) BOi Taxikapaii
5 (Class 1)
( Bumkrenna IKA 3a \
A0NOMOroK
DO amysa e B o PO3MilLeHHA
Ta onTUMI3auia Markity, AKWo (U
IKA, (Class 1) nporpamatop
i B HeA0CTYNHUI
(Class 1) J

WYHOYKOBA apUTMIA

‘ymVH'uoaa aputmia
1

Puc. 11. Yacruna mepma. BeneHHs mnaumieHTiB i3 eJeKTPMYHUM ILITOPMOM a00 MOBTOPHHUMM pO3psIaMu

iMnanToBaHOrO KapaioBeprepa-aediopuiasTopa
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Puc. 11. Yacruna apyra. BeneHHsi mamieHTiB i3 eJeKTPHYHHMM INTOPMOM a00 MOBTOPHHMH PO3PSIaAMH
IMILUIAHTOBAHOI0 KapaioBepTepa-nedgiopuiasitopa

VY Bunankax HeBianoBigHUX po3psaniB IKJ (nmampukinan, yepes CBT abo agedextu
enekTpoay) abo HenotpiOHoi Tepamii IK]] (manpuxnan, st HIIT aGo as moBTOproBaHUX
T, ski MPUIUHSIOTHCS Ta BiTHOBJIIOIOTHCS CIIOHTAHHO), PEKOMECHIYETHCS BiTKITIOUUTH
tepamito IK]/[. Skmo daxiBens 3 enexkrpodizionorii abo nporpamict HegocTynHui, K]
MOYXHa BUMKHYTH, IOMICTUBIIIA MarHiT Ha MPUCTPIM.
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Y  pa3i  HecTaOUIPHOCTI T€MOAMHAMIKM TpPH  TNEPBUHHOMY  OOCTEXKEHHI
PEKOMEHIYEThCS TEPEeBEICHHS 10 3aKJIady 3 PO3IIMPEHOI MIATPUMKHU KUTTETISITBHOCTI
(PIDK) [31]. HeoOximHO yCyHYTH 3BOPOTHI MPHYMHU, UIO CHPHUIIOTH 1HIIIAIT Ta
npoaosxkenHto 1A (quB. Po3ain 6.1.1). [lomanbiue nikyBanHs 3anexuth Bia tuiy 1A Ta
OCHOBHOI eTionorii [28, 32]. [[ns mikyBaHHS 9acTo MOTPiOCH PI3HOCTOPOHHIN MIAX1Jd, IO
ckiamaeTbesi 3 mepernporpamyBanHs [KJl, skmo me mopeuno, tepamii AAII, cemamii,
KaTeTepHOi abJiAlIlii, BEreTaTUBHOI MOIYJIAIIT Ta MEXaHIYHOI MIATPUMKHA KPOBOOOITY.

HeoOxigHO yCyHYTH MABUIIEHWNA CcUMIATAYHUA  ToHyc. [IlamienTtam 13
peuuauBytounmMu pospsiaamu IKJl cepaiisi mokasaHa AJis MOJETIIEHHS TCUXOJIOTTYHOTO
CTpecy Ta 3HWKEHHS MPOAapUTMOTEHHOIO0 CHMMATHYHOro ToHycy. Haituacrime
BUKOPUCTOBYETHCS MIOYaTKOBE JIKyBaHHS oera-010KaTOpaMu, nepeBakHO
HECEJIEeKTUBHUMH OeTa-0JIoKaTopamMu, TaKUMHU SIK IMPOIMPAHOJION, KUK OyB KpaluMm 3a
METOIPOJIOJ B OJTHOMY JOchixkeHH1 [33], y moeaHaHH1 3 aMiogapoHoM [34]. YV naiieHTiB 13
PEIUINBYIOUYMME reMoInHaMiqHO HeniepeHocuMuMu LT, pe3sucTeHTHIME 10 aMioAapoHy,
nanzgionion (B1-cenexkTUBHUI OIOKATOP YIBTPAKOPOTKOI ii) BUSBUBCS €(PEKTUBHUM JIs
MIPUTHIYEHHS apUTMIii y IBOX MEHILUX JOCHIIKEHHAX [35, 36]. 3actocyBanus iHmmx AAIL
TakuXx sK npokainamija [37], mpokain [38] abo xiHiauH [12, 13], 3anexXuTh Bl KOHKPETHOT
cutyauii, Tumy IIIA Ta ocHoBHOi ertiojorii. Konu enekTpuuHUN MTOPM 3aJIMIIAETHCS
HEerepeOOpHUM, 3 KUIbKOMa MOIITOBXaMHU MPOTITOM KIJIbKOX TOJWH, HE3BaXKalOYd Ha
JOCTYIIHY aHTUAPUTMIYHY TEpPAIiio, CJiJl pO3TIASHYTH TJIMOOKY celallio/iHTy0alio pa3oM
13 MEXaHIYHOI BeHTUIsALI€ErO [41]. Skio nikyBaHHs OeTa-0jl0KaTopaMu € HeI0CTaTHIM abo
[IOTAHO TEPEHOCUTHCS I 3HUKEHHS CUMIATUYHOTO TOHYCY, OKpPEMI MAaIllEHTH MOXKYTb
OTpUMATH KOPHUCTHh BiJ BET€TaTUBHOI MOMYJII, TOOTO YEpE3IIKIPHOT TaHTJIIOHAPHOL
3ipuactoi Onokamu [42], TopakadbHOI emiaypajibHOi aHectesli [43] abo cuMmaTHYHOL
JeHepBarlii JiBoro Bigauty cepis [44].

Komenmap poobouoi epynu: cmanom na 01.07.2024 p. nikapcoxi 3acobu 3
MINCHAPOOHUMU HEeNameHmoB8AHUMU HA38AMU JAAHOION0N ma XiHIOuH 6 YKpaiui He
3apeecmposani.

HalinommupeHiioro apuTMiero, 10 JEeXUTh B 0CHOBI Topmy, € CMILT, nos’s3ana 3
CXC, sxa migmaerbcs KaTeTepHid abmsuii [29, 45]. Ycnimna abnsiis Oynia nmoB’si3aHa 3i
3HaYHUM 3HKEHHSAM 4vactoTu peuuauBiB LT 1 enexktpuunoi Oypi Ta HOKpalIeHHSIM
TPUBAJIOTO0 BIKUBAaHHS B PETPOCHEKTUBHOMY aHami3l [46, 47]. VYV mariedTiB i3
6esnepepBHOr0 noBUTEHOIO MIIT kateTepna abunsiist € kpamoro Hixk Tepamis AAIL mo
Moxke nuie e Outbine ynoutbHUTH LT, KarerepHy abusiio Takox CIiJ pO3TIIsIHYTH Y
MAaIli€HTIB 13 pEerUANBYIOUMMH cumnTomMatuaaumu  emizogamu  [IIIK a6o IO,
cupoBokoBaHumu  moniOuum  [IIIK  [48-50]. MoxHa pO3TASHYTH  MOXKJIHMBICTH
BCTAHOBJICHHSI MEXaHIYHOI MIATPUMKH KPOBOOOITY AJi cTallmi3alii reMoJuHaMIKH, KOJIU
3BUYaiiHa Tepallis He J1a€ pe3yJIbTaTiB, 1 171 3a0€3MeUeHHsl MATPUMKH KPOBOOOITy Mij yac
aOmsamii. Y HemoJaBHbOMY MeTa-aHami3l [52], skud BkIo4aB 2465 TAallI€HTIB,
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criocTepiranacs 3Ha4HO HIKYa CMEPTHICTh IPU MPODUTAKTUIYHOMY JIIKYBaHHI MEXaHIYHOIO
MiATPUMKOIO KPOBOOOITY cepell Malli€HTiB, K1 MOCTPaKIAIN BiJl €NEKTPHUYHOTO IITOPMY
abo Bucokoro pusuky 3a mkanoro PAINESD [53]. HaBnaku, BUKOpHCTaHHS MEXaHIYHOI
HiATPUMKH KPOBOOOIry mia 4ac abmusuii Oyno MOB’si3aHO 3 BUCOKHM PIBHEM CMEPTHOCTI
[54]. VY namienTiB i3 enekrpuaHuM mropmom uepe3 peruaus [TIIK/I1ID ocHoBHA eTiooris
BH3Hauae nojaibiie JikyBanus (Puc. 10).

Taoauus pexkomenganii 12 — Pexomenaanii o0 HeBiAKJIAHOTO JIKYBAHHS CTIHKOI
HIJTYHOYKOBOI TaXiKapaii Ta eJIEKTPUYHOT 0 IITOPMY

Kanac PiBenb
Pexomenmamii pexkoMeHaamin® | A0Ka30BOCTI®

Hesigkiaaane gikyBanus criiikoi II'T

KapnioBepcis-neiOpusisiiisi MOCTIHHUM CTPyMOM
PEKOMEH/IOBaHA, K JIIKYBaHHS MEPIIOl JIHIT IS I B
MAIlEHTIB 13 TEMOJUHAMIYHO HENEPEHOCUMOIO
CMIIIT [19, 55]

KapmioBepcis-neiOpuisiiisi NOCTIHHUM CTPyMOM
PEKOMEH/IOBaHa, SIK JIKYBAHHS MEPIIOl JIHIT IS I C
namieHTiB 3 nepeHocumoro CMIIT 3a ymoBu
HU3BKOTO PU3HKY aHECTCTHUKH/Celartli

VYV mnarieHTiB 13 TeMOJMHAMIYHO IEPESHOCHMOIO
imiomatnyHoro LT pekomeHmoBaHO JIKyBaHHS
BHYTPIIIHHOBEHHUM BBEJICHHSIM OeTa-0J0KaTopiB I C
(wTyHOUKOBA Taxikapis BTIILII) abo
Bepanamiiom (dacrukymsipaa IT) [22, 23]

YV  mameHTIB 31 CTIMKOIO  IeMOAWHAMIYHO
NEPEHOCUMOK0  TaxIKapAiel0 3 [IUPOKUM
koMmriekcoM QRS 13 migo3poro Ha CBT ciif ITa C
PO3TISIHYTH MOKJTUBICTH 3aCTOCYBaHHS aJICHO3UHY
a0o0 BarycHuX MaHeBpiB [16]

[TamieaTaM i3 reMOAMHAMIYHO  IIEPEHOCHUMOIO
CMIIT Ta Bimomoro abo migo3proBaHoro CXC ciif Ila B
BHYTPIIIHEOBEHHO BBECTU TpoKaiHamis [19]
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[lamieHrTaM 13  reMOAMHAMIYHO — TIEPEHOCHUMOIO
CMILT 3a BiACYTHOCTI BCTAHOBJIEHOTO J1arHO3y
MOJKHA PO3IJITHYTH BHYTPIITHLOBEHHE BBEICHHS
amiosiapony [19]

b

[lamienTam 13 TEeMOJWHAMIYHO TEPEHOCHMOIO
CMIIT 3a sBiacytHocti 3HauHoi CXC MokHa
PO3IIITHYTH MOXKJIBICTB 3aCTOCYBaHHS (priekaiHiy,
aiimariny abo cotanomy [20, 21]

b

BHyTpiliHbOBEHHE  BBEIECHHS Bepamamiry He
PEKOMEHIYEThCSI TPH  TaxXiKapAii HEBIJOMOTrO
MeXaHi3My 3 IIUPOKUM KoMiriekcom QRS [24, 25]

I1I

JlikyBaHH# eJIEKTPUYHOTIO IITOPMY

PekomennyeTbcsi cemaiis  BiJ  JIETKOTO  JO
CEpPEAHBOTO CTYIICHS MallleHTaM 3 EJIEKTPUUYHUM
IITOPMOM JUJISI TIOJIETHIEHHSI TICUXOJIOTTYHOTO
CTpECY Ta 3HWKEHHSI CAMIIATUYHOTO TOHYCY

PekomeHnyeThCsl aHTHApUTMiIYHA Tepamisi Oerta-
Omokaropamu  (0akaHO  HECENEeKTUBHI) Yy
MOEIHAHHI 3 BHYTPIIIHbOBEHHUM BBEIACHHSIM
amiogapony g mnamieHTtiB 13 CXC  Tta
eJIEKTPUYHUM HITOPMOM, SAKILO HEMae
MPOTHUIIOKAa3aHb [33, 34]

[TamieHTaM 31  IUTYHOYKOBOKO  TaxiKap.Ii€ro
Torsades de pointes PEKOMEHTOBAHO
BHYTPIIIIHLOBEHHE BBEACHHS MArHii0 3 J0O0aBKaMu
Kautito [11]

[Tamientam 3 HaOytum cunapomom LQT Ta
PEIMIMBOM IIIJIYHOYKOBOI Taxikapii Torsades de
pointeS pPEeKOMEHAYEThCS 130IPOTEPEHOTY abo
MPOBENCHHS TPAHCBEHO3HOI CTUMYJISIIT s
soupmerHss YCC, He3BakaroUM Ha KOPEKIIIIO
IPOBOKYIOYHX YMOB 1 Martito
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PexoMeHyeThCsl KaTeTepHa a0l MallieHTaM 13
oesnepepBHoto LT abo enekTpUYHUM ITOPMOM I B
qyepes pedpakTepHiCTh CMUIT 110
aHTHAPUTMIYHMX MpernapatiB [46, 47]

['muboka cemamis/iHTyOarisi MOBUHHA OyTH
pO3TIIIHYyTAa Yy  TAIli€HTIB 3  HECTEPITHOIO ITa C
CIIEKTPUYHOI0 Oypero, 10 He MiIJaEThCsS
MEANKAaMEHTO3HOMY JIiKyBaHHIO [41]

Karerepny abmnsiito ciai po3risHYTH y MAaIi€HTIB
13 permauByrounmu emizogamu TTHIK/II®, mo ITa C
cipoBokoBani noaioHuM [1IIK, siki HE pearyroTsh
Ha MEJMKAMEHTO3HE JIKyBaHHsS a00 KOpOHapHY
peBackymsipu3zaitito [37, 48, 49]

XiHIIUH MOXHA po3rIsiHyTH y narfieHTiB 3 [IXC ta
€NeKTpUYHUM ITOpMOM uepe3 peumaus [IIIT, Ib C
KOJIN 1HI1a Tepamis AHTUAPUTMIYHUMHU
npenaparamu He epextuBHa [39, 40]

BereraTuBHy MOAYNALII0 MOXHA PO3IJISHYTH Y
NaIlE€HTIB 3 €IEKTPUYHUM LITOPMOM,
PE3UCTEHTHUM JI0 MEIMKAMEHTO3HOT'O JIKYBaHHS, I1b C
B SKMX KaTeTepHa a0Jsiis HeepekTuBHa abo ii
MPOBEICHHS HEMOXKIUBE [42, 44, 56]

BukopucranHs MeXaHIYHOI MIATPUMKHA KPOBOOOITY
MO>Ke OyTH PO3IIISIHYTO MIPH JIIKYBaHHI CTIHKOTO 110
JKapChKUX 3ac00IB  ENEKTPUYHOIO IITOPMY Ta I1b C
Kap/110reHHOro oKy [51]

Knac pexomennarmiit?

Pisensb j0ka30B0CTi °

CXC, crpyktypHa xBopoba cepiy; LT, mumyHoukoBa taxikapais; CMIIT, criiika MoHOMOp(hHA NUTYHOYKOBA TaxiKapis;
[MHIK/II®, nepeayacHuid NUTYHOYKOBUH KOMILIEKc/nuTyHo4YKkoBa (iopmmsnis; IXC, imemiuna xsopoba cepus; ITHIT, LQT,
CHHJPOM T0/10BKeHO iHTepBaiy QT

6.2. /loBrocrpoxkoBe BeJeHHS MAIIEHTIB

6.2.1. ®apmaxorepanist
OntumanbHe MEIUKAMEHTO3HE JIIKYBAaHHS OCHOBHOTO 3aXBOPIOBaHHS Ceplis,
BKJIFOYAIOUM MaKCHUMaJIbHI TIEPEHOCHMMI1 J03W JIIKIB BiJl CEPIEBOi HEAOCTAaTHOCTI, €
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000B’s13k0BUM [47]. Y maIieHTiB 13 CEPIEBOI0 HEIOCTATHICTIO 31 3HIKEHOIO (PPAKITIEIO
Bukuay (CH3®B) Pexomenpariii ESC 2021 momo AlarHOCTUKH Ta JIIKYBaHHS TOCTPOi Ta
XPOHIYHOT CEepIIEBO1 HEJIOCTaTHOCTI PEKOMEHIYIOTh 1HT101TOpH
aHTi0TeH3MHNEpEeTBOpIoroYoro ¢epmenty (AllD)/6mokatopu penenTopiB aHTIOTEH3UHY
(BPA)/inriGitopu  Hempuiizuny penentopiB anriorensuny (IHPA), antaronictu
MiHEpaJIOKOPTUKOIAHUX peuentopiB (AMP), Oera-Onokatopu Ta 1HTIOITOpHM HATPIid-
TIII0K03HOTO KoTpaHcmopTepa 2 (SGLT2) mist 3HIKEHHST CMEPTHOCTI BHACITIIOK CEPIIEBOT
HegoctatHocTi Ta PCC [58].

Tabauusa pexkomenaauii 13 — Pexomenaanii moao JiKyBaHHSI NMpenapataMu Bij
cepueBoi HEIOCTATHOCTI

Kaac PiBennb
Pexomenmamii pekoMeHAanin® | A0Ka30BOCTI®

OntumanbHe  MEIUKAMEHTO3HE  JIIKyBaHHS,

BKJIFOYAOYH 1HT101TOp

aHT10T€H3UHIIEPETBOPIOIOYOTO bepmenty-I

IATI®-I/BPA/ARNI, AMP, Gera-GiokaTtopu Ta I A
iHrioiTopu SGLT2, nokazaHo yciM Mali€HTaM i3

CEPIIEBOIO HEJIOCTATHICTIO 31 3HMKeHOI0 DB [59-

63]

Knac pexomenpariit®

PiBeHb 10Ka30BOCTi °

IATI®-I/BPA/ARNI, iHTiOiTOP aHTIOTEH3WHIEPETBOPIOIOUOTO (epMEeHTY-1/0mokaTop pelenTopiB aHrioTeH3WHY/ 1HTIOITOp
HETPWITI3WHY perenTopiB aHrioreH3nHy; AMP, aHTaroHict MiHepaloKOpTHKOiTHUX perienitopiB; SGLT2, iHribitopu HaTpiii-
TIIFOKO3HOTO KOoTpaHcmopTepa 2; OB, ¢paxiist BUKHIY

AAII BigirparoTh BaXXJIUBY poJib, SIK T0JaTKOBa Tepamis B JikyBaHHi [1IA, ocobnmBo
y cumntTomatnyHux mamieHTiB (TaoJ. 3,4). Jlo nporo yacy sxoaeH AAII, 3a BUHATKOM OcTa-
0JIOKaTOpiB, HE MPOJIEMOHCTPYBAB 3HUXKEHHSI CMEPTHOCTI Bia ycix mnpuuuH. KoxkeH
npenapar Ma€ 3HAYHUKA MOTEHLIAJ] CIOPUYMHEHHS MNOOIYHUX SBHIL, Y TOMY YHCIHI
npoaputmii. Hanpuknan, uncnenni AAIL a Takox BesMka KUIbKICTh IpernapaTiB 3 iHITUMU
TepaneBTUIYHUMU NOKa3aHHIMU MOXYTb MOJIOBKYBaTH 1HTEpBal QT
(http://www.crediblemeds.org) i npoBokyBatu TdP, MmaTi HeraTuBH1 XpOHOTPOMHI €PEKTH,
MOXYTb TOTIPIIATA CEPIEBY HEIOCTAaTHICTh Ta BUKJIHMKATH Opanukapmio. Kimbka
npernapaTiB  miaBuinyioTh pusuk IHA y miter 3 cunapomom  bpyrana
(http://www.brugadadrugs.org).
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Komenmap pooouoi epynu: onsa spyunocmi kopucmyeauie oanoi KH poboua epyna eeadxcae 3a 0oyinbHe 0onogHumu

inpopmayiro (Tabn. 3, 4) wooo 3acmocy8ants AHMUAPUMMIYHUX TIKAPCOKUX 3ac00i8 Y dimell, 0Jisl AKOi 0YU UKOPUCTNAHT MAK]
ooicepena ookazosoi ingopmayii: Oeffl N, Schober L, Faudon P, Schweintzger S, Manninger M, Kostenberger M, Sallmon H,
Scherr D, Kurath-Koller S. Antiarrhythmic Drug Dosing in Children-Review of the Literature. Children (Basel). 2023 May
8;10(5):847. doi: 10.3390/children10050847. https://www.ncbi.nlm.nih.gov/pmc/articles/PMC10217455/; Geanacopoulos AT,
Zielonka B, Fox MT, et al. Pediatric antiarrhythmics and toxicity: A clinical review. JACEP Open. 2024; 5:11111.
https://doi.org/10.1002/emp2.13090.

Jikn

Kinac Borana
Binbsmca

AnbTEepHATHB
Hi Ha3BU

Ho3yBanns 2

Tabauusa 3. @apmakosoriyi Ta JikyBajabHi XapaKTePUCTUKN AHTHAPUTMIYHHUX 32c00iB, 110
BHKOPHCTOBYIOTHCS B NeXiaTPUYHIN MPaKTHLI

IIpoxkainamin

IA xmac

IIpoxkasn,
ITpokauoi,
IIponecrun,
ITponectun CP

B/s

HABAHMAIICEHHS .

7—10 mr/kT Yy
HOBOHAPOJKECHUX 1
10-15 mr/kr/mody
y miTel 1 miamiTKiB
(maxcumym 1000—
1500 mr) mpoTsirom
3045 xBuHH.

Jlimoxain

Ib knac

Jlinokainy
TiAPOXIOPHI,
Jlirnokain

B/s
HABAHMAIICEHH
5 IIBUIAKAHN
6ouroc 1 Mr/kr
(MoxHa
BBECTH JPYTUid
0oJtIOC, SKIIO
MIXK
II0YaTKOBHM
00JTFOCOM 1
II0YaTKOM

iHpys3il

dyexainix

Kiac IC

Ddnekainiay
arerar,
Tamboxop

Tlouamkosa
nepopanvHa
oosza . 1-3
MI/KT/IeHb
a6o 50-100
MI/M2/0eHb
y3
npuiiomMu

Ilepopanvua
niompumyo
ya 0o3a ;. 3—

IIponpanosoa

II knac

[Iponpanomnony
T1APOXJIOpH/I,
iHAepan

B/s:

0,01-0,3
me/ke/KIT
IlepopansHho :
0,25-0,5-2-4
MI/KT/100y B 3—
4 mpuitomun

Ecmounoa

II knac

Brevibloc

Ecmonony
TiApOXIOpH T

B/e 6onrocno -
100-500
MKI/KT
npoTsirom 1-2
XB

besznepepsno
BHYMPIUHBLOG
enno . 100—
500 MKr/KT/XB

AmionapoH

IIT knac

Awmionapony
riApOXJIopH /I,
MarepoH,
KOpJIapOH,
HEKCTEPOH

Iepopanvro : 10—
15 mr/kr/mody B
1-2 npuitomu
npotsirom 4—14
JIHIB, MOTIM 5
MI/KT/000Y IOIHS

\%
HABAHMAICEHHS
5 MI/KT IpOTATOM

60 xB

Coramnoa

III knac

Betapace,
Betapace AF,
Sorine, Sotalol
hydrochloride,
Sotylize

OpanvHuii .

30-60

mr/m 2 /103y
(maxc. 320
MI/100Yy) KOXKHI

8 romuH 2

IV 6onioc : 1
MTI/KT TIPOTATOM

AJIEHO3HH

V knac

AneHokap,
Anenockan

B/s 6onroc
0,05-0,1
MI/KT
IIBUIKAN
0oumroc;
MTOCTYTMOBO
301TBITYHTE
JI0 MAKCUMYM
0,3 Mr/kr


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC10217455/
https://doi.org/10.1002/emp2.13090
https://onlinelibrary.wiley.com/doi/10.1002/emp2.13090#emp213090-tbl1-note-0001_8
https://onlinelibrary.wiley.com/doi/10.1002/emp2.13090#emp213090-tbl1-note-0002_9

Jikn

TepaneBTnyH
uit piBeHb

[epopanbHi
npenaparu

Iepion
HAMiBBUBEICH
HA

IIpoxkainamin

besnepepsno
BHYMPIUHbOBEHHO
: 20—80 MKT/KT/XB
(makc. 2 r/mo0y)

KoM0OinoBauuit
piBeHb
npoKaTtHaMioy Ta
NAPA mae
TEHJICHIIIIO J0
TOKCHYHOCTI

He
BUKOPHCTOBYETHCS

[Mpoxainamin;: 1,5-2
ros

N-
aleTUIIITPOKaTHAMI T
61011

Jlimoxain

MIPOHLIO
Oimpire 5
XBUJIMH)

B/s
be3nepepeHo
20-50

MKI/KI/XB

1,550

MKI/MJI

He
BUKOPHCTOBYE
ThCS

1,5-2 roguuun

dyexainin

6
MI/KT/IeHb
a6o 100—
150

MI/M 2 /1eHb

y3
IIPUIOMU.

0,2-1,0

MKI/MJI

IUIAaHIIET

pimuHa (EC)

Hogonapon
JKeHUH: 10
29 rogun

Hitm: 8-12
roJ
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IIponpanosioa

He
BUMIPIOETHCS
peryisipHO

[Tnarmert (1Y)
Kancyna (ER)
Piguna
Heraiine

BUBLJIbHEHHS:
4—6 roguH

TpuBana mis: 8—

11 rogun

EcMmou0a

He
BUMIPIOETHCS
peryisipHoO

He
BUKOPHCTOBYE
ThCS

2,7-4,8 xB

AmionapoH

B/s besnepepsho :
5-15 MKr/KT/XB

He BumiproeTbest
peryisipHo, ane
e(eKTUBHUI IPH
1,0-2,5 mr/n
(mopocui, mia3ma)

IJIaHIICT

pimuna (EC)

15-142 nui

Cotanoa

1 roguHn
(maxkc. 80 mr)

besnepepsno

BHYMPIUHbOBEH

Ho: 80-90%
pO3paxoBaHO1
EpPOPaNIbHOI

000BOI 1034 B

2-3 npuiioMun
npoTsroM 3—-5
TOJIUH

He
BUMIPIOETHCS
perysspHo

IUIAHIIET

piouHA

7-9,2 roguH"

AJIEHO3HH

He
BUMIPIOETBCS
peryisipHo

He
BUKOPHCTOBY
€TbCs

<10 cexyHnna



Jikn

MeTtaboimizm

Eniminamis
(mIsx)

Bzaemonis
JIKIB 1 1K1

TocTpuii
MOHITOPHHT

IIpoxkainamin

TleuinkoBuit

HUPKOBUI

Jani BigcyTHi

KOMOIHOBaHH
piBCHB
poKaiHaMiny Ta
NAPA uepes 4
TOAWHU ITICIIsS
MOYATKy Ta IIOIHS
MiCJIs I[LOTO;
nooosa EKTT

Jlimoxain

IleuinkoBui

HUPKOBUHI

[Iponpanonon
i aMmiogapoH -
T ABHUIITYIOTHC
s piBHI B
CHpOBATII
KpOBi

denobapbiTan
— 3HIKYETBHCA
piBeHB y
CHUpOBATII
KpOBI

EKI' i AT;
PO3IIISIHYTH
MOJKIJIHBICTh
MOHITOPUHTY
piBHA B II1a3Mi
pH
TPUBAJIOMY
3aCTOCYBaHHI
a0o 3arposi
3MiHH
MeTadoIIizMy

dyexainin

TleuinkoBuit

HUPKOBUH

Monoxko
MOXKe
TIEPEIIKOIK
aTh
BCMOKTYBaH
HIO
npenapary

PiBenn
(drekaininy
B CHPOBATIII
POTSTOM
48-72
TOIUH IiCIIs
OYaTKy
JIKYBaHHS;

cepiitai EKT’
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IIponpanosioa

IleuinkoBuii

HUPKOBUI

ANKOTOIH Ma€e
pi3HUI BIUTHB
Ha piBCHb
CHPOBATKH

Tutpyiite 10
LUTEOBUX
IMOKa3HUKIB
YCCi AT

EcMmou0a

EPUTPOIIHTIB

HUPKOBUI

Anxorosns Mae
pi3HUI BIUTHB
Ha piBCHb
npenapary B
CHpOBATII
KpOBi

Tutpyiite 10
LIIEOBUX
ITIOKa3HUKIB
YCCi AT

AmionapoH

IleuinkoBuii

I'enaroOiniapHuii

I'peiindpyroBuit
CIK TiIBHIITYE
piBeHb Ipenapary
B CHPOBATIIi KPOBI

Moske

T ABUITYBaTH
KOHIICHTPAIII0
JiI0Kainy,
JTUTOKCHHY,
BapdapuHy Ta
CTaTHHIB

OriHuTH
TpaHCaMiHa3u
MIEYiHKA, QYHKIIIFO
LIIUTOBUIHOT
3ano3u; EKI'1 AT

Cotanoa

HUPKOBUH

HUPKOBUIL

Hani BincyTHi

EKI, UCCi AT

Ckopouenns: AT, aprepianpuuii Tick; EC, ekctemmnopanbauii cknanennii; ER, npononrosanuii Businbuenns; 1Y, Heraiine BusinbHenHs; NAPA, N-aneTuanpokaiHami.
2 Jlo3yBaHHS CIIiJI MiATBEPANTH Y Ballliil MiCLieBill yCTaHOBI IIepe/ BBEACHHSIM, OCKLTBKM MOXe 3HaT0OUTHCS TUTPYBAHHSI 3 OTVISITy Ha 1HAMBIyanbHi HOTPeOH MalieHTa.

b Jlnst mamieHTiB BikoM <2 POKiB HOYATKOBY 03y COTAIONY CJIiJl SMEHIIHNTH BiOBiIHO 0 HOMOTPAMH BiKOBOTO (haKTOpY, IO 3aJIeKHUTh Bif IIpemapary.

AJIEHO3HH

BryTpimHBOK
JIITUHHHH

[Hribyetbes
Ko(eiHoM i
TeodimiHOM

TutpyBatu
JUIs
JIOCSITHEHHS
CHHYCOBOT'O
pUTMY
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Komenmap pooouoi epynu: na momenm pospooku oanoi KH comanon ne 3apeccmposarno 6 Ykpaini y nikapcoKiti
Gopmi po3uun 015 iH eKyill.

Tadoauus 4. - Jlo3yBaHHsSI aHTHAPUTMIYHMX NpenapariB y aiTeil

AHTHAPUTMIYHUH BuyTpiliHEO0BeHHE MaxkcumajibHa Tsrrepean l'[epopa;m)mm MakcHMaILHA 1032 TrrrepBast
npenapar BBe/ICHHSA ao3a npuiiom
IIponadgenon
PRI ey e ED:
Ha ocHoBi Baru Eomoctio: 4-20 3a 2 TOMHH HpOIOBKEHHAM B/ 6-20 mr/Kkr/moby 20 mr/kr/no0y 8ron./12 ron
20 MKT/KT/XB
MKI/KI/XB. BBEICHHS

Ha ocHOBI BSA 150-600 mr/m 2 /moby ~ makc. 900 mr/moby 8 rom./12 ron

Bepanamin

3aBantaxenus ED
npotsroM 10 xB, moTiM 29 Mr/ir/ 106y maxc. 120-480
IIPOJIOBKEHHS B/B Mr/100y

BBCIOCHHA

0,1-0,3 mr/kr/EJl
Ha ocHoBi Baru BontocHo: Mmakc. 5—15 mr/E/J]
5 MKI/KT/XB

8 roxa

BSA = moma nosepxHi Tisia, ED = kiHIleBa 1033, XB = XBUJIMHA, T0J = F'OJIMHA, IHTEPBAJI 33J]a€ThCSA K KUIbKICTh TOJAMH MiXK OJHOPa30BUMH
3aCTOCYBaHHSIMHU.

Komenmap poobouoi zpynu: Ha momenm pospodoxu KH 6 incmpyxyisax O0ns MeouuHo2o 3acmocyB8auHs OesKUX
AHMUAPUMMIYHUX JIIKAPCOKUX 3AC0018, W0 3ameepddiceni Minicmepcmeom oxopoHu 300po8 s Ykpainu, 8i0cymHui nokazauHs abo
iCHYIOMb 00MedHCeH s 000 iX 3acmocy8anHs y dimei. Bionogiono 0o cmammi 44 3axomny Ykpainu « Ochogu 3akonooascmea
Ykpainu npo oxopony 300pog's» nikapcoki 3acodu, Moxicyms 8UKOPUCMOBY8AMUCS 8 THMEPecax SUNIKY8AHHS 0cOOU MINbKU 3a
VYMOBU OMPUMAHHS NUCLMOBOI 3200U Ma THGHOPMYBAHHS X80PO20 A0O 1020 3aKOHHO20 NPEOCMABHUKA NPO Yili, Memoou, noOIuHI
epexmu, MOHCIUBUL PUBUK MA OUIKYEAHI pe3yIbmamu JiiKY8aHHs.
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6.2.2. JlikyBaHHSI 32 10IIOMOI0I0 PUCTPOIB

6.2.2.1. Imnaianmosanuii kapodiosepmep-oeghiopunamop (IK/], abo ICD)

IK/] € HEBIA'€MHOIO YACTHHOIO JIIKYBaHHS MAII€HTIB, ki nepexuan P3C BHACTIIOK
IMUTYHOYKOBUX apUTMil, a0 THUX, XTO MAa€ BHCOKHN PU3WK BUHUKHEHHS IIOTO CTaHy.
Henonikamu tepanii IKJ] € Bucoka BapTiCTh MPUCTPOIB, YCKIAJHEHHS, MOB'A3aHi 3 iX
IMIUTAHTAIII€10, 1 BITHOCHO BEJIMKA KUJIBKICTh MAIIEHTIB, IKMX HEOOX1THO IIPOJIIKYBaTH, 100
3ano0irtu oaHii PCC B pamkax nepBUHHOT NpODUIAKTUKY.

Merta-ananiz TproxX paHHIX gochimkenb IKI [65-67], y skux sl BTOPUHHOI
npodinaktuku PCC nopisuioBanu 1K/l 3 MemkaMeHTO3HOIO Tepalli€lo, MPoAeMOHCTPYBaB
3HMKeHHs cMepTHocTi Ha 28% (HR 0,72; 95% CI 0,6-0,87; P=0,0006) maiixke MOBHICTIO 32
paxynok aputmiunoi cmepti (HR 0,5; 95% CI1 0,37-0,67; P=0,0001) y rpymi IK/] [68]. Tomy
Bukopuctanus IKJ[ € 3arampHOnmpuiiHaTuM 111 BTopuHHOI mpodinmaktuku PCC, sxa
BUHUKJIA 32 BIJICYTHOCTI 0OOPOTHUX MPUUUH.

Tabauusa pexomenaaunii 14 — Pexomenmamii momo iMmianramii kapaioBeprep-
nediopuiasaTopa (3arajJbHi aCNEKTH)
Kuac PiBensb
Pexomenaamii pekomenaauiii® | gokazoBocti’

ImrutanTanis KapaioBepTepa-aediopuisiTopa

PEKOMEHAYETbCS TUIBKM THM MallieHTaM, SKi I C

MalOTh OYIKYBAaHY SIKICHY TPHUBAJIICTh XHUTTS >1

POKY

He pexomennyerbes immnantyBat IK]] namienram III C

3 0e3nepepBHO penuanByouoro LT, noxu LT ne

OyzJe METMKaMEHTO3HO KOHTPOJIbOBaHA

#Kmac pexoMeHaaIii.
PPiBeHB JOKA30BOCTI.
1T, nutynoukoBa Taxikapzis; IK/I, iMmmianToBanuii kapaioseprep-aediopussitop

VYV nmexinmekox PKJ[ [69-72] Oyna BcranoBmena posnb IKJ mns mepBUHHOT
npodinaktrku PCC y namieHTiB 13 cepiieBoro HegocTaTHicTio Ta DBJIII <35%. 3HmxeHHs
CMEPTHOCTI, IIOJO SKOTO TMOBIOMJISIIOCS, HEIIOJABHO OYJ0 TMIATBEPIKEHO JIBOMaA
BEJIMKUMH CYJYaCHUMH MIPOCIICKTUBHUMHU PEECTPAMH, JI0 SIKUX OyJ10 BKItoYeHO moHa 5000
nauieHtiB [73, 74]. YV nocmimxenni EU-CERT-ICD nepBunna npodinaktuka IK/[ Oyna
MOB's3aHA 31 3HMKEHHSM CMepTHOCTI Ha 27%, 3 moniOnumu pesyiabratamu mpu [XC Tta
JKMII [73]. Pesynbratu pocnimkenus DANISH, onnak, BKa3yloTh Ha Te, 110 3HMXKCHHS
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CMEPTHOCTI MOK€ OYTH MEHIII OYE€BHIHUM Y CYYaCHUX IMAIIEHTIB 3 HEIIIIEMIYHOIO CEPIIEBOIO
HegocTaTHICTIO (uB. po3ain 7.1.3.1) [75].

Tadanus pekomenaaniii 15 — Pexomenaauii moao BropuHHol npoginakruxku PCC

Kaac PiBenn

Pexomenpamii pexoMeHaamin® JA0KA30BOCTi’

ImmmanTamis IK/[ pekoMeH1oBaHa mali€eHTam 3
3amokyMmeHnToBanoro Ol abo reMoguHAMIYHO I A

3HaunMoto LT 3a BigcyTHOCTI 000POTHUX
npu4uH [65-68]

VY nauieHTiB, SKI MOXYTh MPUWMATH aMi0JIapOH
Ta MarTh noka3zu 1o tepamii IK/[ 3 mpuBony
LOT/®I, npuilom aMiogapoHy MOXKe OyTH
MOKa3aHUM, KOJIN IK/T HEJIOCTYITHUH, IIb C
MPOTUIIOKA3aHUK 3a CYMNYTHIMH MEIUYHUMHU
cTaHaMH, a00 ITaIlleHT BIAMOBUBCS BiJI HHOT'O

VY mamieHTiB 3 nokaszamu o Tepamii 1K/, mo
MaloTh CTiliKy MOHOMOp(HY abo moiaiMopdHY
LT abo @I, sxa IHAYKYETbCSI MOHOMOP(GHUMHU
IUTYHOYKOBUMH €KCTPACUCTONISIMU, MOXE OyTH b C
posrisinyTa karetepHa aossiisa HIEC, komu IK]]
HEJOCTYITHUM, MPOTUINOKA3aHUW 3a CYMYyTHIMHU
MEIUYHUMH CTaHaMH, a00 IAIll€HT BIJIMOBHUBCS
B1JT HHOTO

#Kmac pexoMeHaaIii.
bPiBeHp MOKA30BOCTI
LT, nuryroukoBa taxikapmis; @I, ¢pidpunsamis muryroukis; [K/I, iMmuianToBaHM KapaioBepTep-aediopuistop

VY Bumnanky migroroBku no tepamii IKJ[ myke BakimBO BpaxyBaTh OYIKyBaHy
TPUBAJICTh KUTTS TALIEHTA, SKICTh XUTTA Ta CYNYTHI 3aXBOPIOBaHHS, a TaKOX
MIEPEOIIHUTH 1 0OTOBOPUTH 111 TUTAHHS 3 TAIIEHTOM ITi/1 Yac 3aMiHU TeHeparopa. [CHyoTh
JIOKa3H TOTO, 1110 MAI[l€EHTH 3 TEPMIHAIIBHOIO CTaA1€I0 HUPKOBOI HEJIOCTATHOCTI, Aia0eTy Ta
MaIi€HTH TTOXUJIOTO BIKY OTPUMYIOTh MEHIITY KOPHUCTH Bij iepBUHHOI ipodinakTiku [K]I,
a00 He OTpUMYIOTH 11 B3araii [73, 76-78]. XKinku Oyiu HeIOCTaTHHO MPEACTABIICHI B yCiX
JTOCITDKEHHSX TIepBUHHOI npodinaktuku imrutanTaii 1K/, 1 gani cBigyarhs npo Te, 110
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BOHHU TaKOXX MOXYTh MaTH MEHIITY KOPUCTH Bij Hel [77]. 3aranoMm, pusuk aputmigyaoi PCC
HEOOX1THO CHIBCTABIATH 3 KOHKYPYIOUMM PHU3UKOM CMEPTI BiJ 3arajibHUX IMpU4UH [79,
80].

B KOHTEKCTI MaiieHT-0piEHTOBAHOI MEIMIIMHHM, JTiIKapl Ta MeAU4YHI (axiBIll MOBUHHI
3ay4aTy KaHauaaTiB Ta orpuMyBauiB IKJ[ 1o crinbHOTO mporecy NpuiHATTA pillicHb.

Tadauus pexkomenaaunii 16 — Pexkomenaanii moa0 iMivianTamii miamKipHoro
KapaioBeprepa-gediopuiasaTopa

Kuaac PiBenb
Pexomenpamii pexoMeHaamin® JT0KA30BOCTI°
IMmutanTanio miamkKipHoro aediopuisTopa ciija
pO3rsiAaTH, SIK aJbTEPHATUBY TPAHCBEHO3HOMY
nep10punsaTopy y MAIll€HTIB, SIKUM IOKa3aHa ITa B
tepamist IK/], ane He noTpiOHA Kap10CTUMYJIALIIS
3 MPUBOAY Opanukap/ii, cepiieBa

pecHHXpOHI3aIlis a00  aHTUTaxIKapaUTHIHA
CTUMYJIALIs [82]

#Kmac pexkoMeHaaIii.
bPiBeHp MOKA30BOCTI
IK/1, immianTOBaHMH KapaioBepTep-aediopuiIsTop

OOOB'A3Kk0BO  MOTPIOHO HAAATU TAIIEHTY BCHO BIANOBIAHY 1HGOpMAIIO Ta
3a0€e3MeYuTH MPaBIWIbHE PO3YMIHHS HUM YCIX MepeBar, pu3HKiB Ta MOTEHIIHHUX HACIIIKIB
PI3HHUX BapiaHTIB JIKyBaHHs, 1100 MAIIEHT MIT TPUHUMAaTH CBIIOMY Yy4acTh y MPUNHSTTI
pimensb. Llel cniapbHUI mporiec MPUNHATTS PIllICHHS TOBUHEH BKJIIOYATH OOTOBOPEHHS
PI3HUX CIIeHapliB, BKJIIOYaOud TMepBUHHY mnpodurakTuky IKJ[, HeoOximHICTh 3amiHU
reHeparopa IK][ B moganbiiomy Ta notpedy y CIOCTEPEKEHHI 10 KIHIIS KUTTS. BaximBo
PO3YMITH, IO COPUMHATTS «A00POI SKOCTI KUTTSA» 3aJI€KUTh Bl YMUCIEHHUX (PAKTOPIB, K1
MO-PI3HOMY OLIHIOIOTHCS JIIOABMH 3 PI3HUM KYJIbTYPHUM, PETITIMHUM Ta COLIaJbHO-
CKOHOMIYHHMM CTaTycoM. X04a KJIIHIYHI KAJTbKYJISTOpU MPOorao3y, taki sk MADIT-ICD [81],
MOXKYTh HAJaTU KOPUCHY JOJATKOBY 1H(pOpMAlll0, a MPUUHATTS OCTATOYHUX KIIHIYHUX
pillieHb HE TOBHHHO IPYHTYBATHUCS JIUIIIE HA ITUX MTOKa3HUKAX.

Yeknagnennst tepanii IKJ[ BrimrodaroTh HealeKBaTHI CIIPAIfOBAHHS, MOPYIICHHS
(GyHKIT eeKTpo1iB Ta iH(EKIiHI mpoliecH, moB's3aHi 3 npuctpoem. [ligmkipauii (S-1CD)
OyB BITPOBAPKEHUH JIJIsl BUPIIIICHHS MPOOJIeM, TTOB'SI3aHUX 3 TPAHCBEHO3HUMHU €JIEKTPOIaMHU.
Opnak S-ICD He Mae eNeKTpoIiB Yy MOPOXKHHHI Ceplis, 1 TOMy HE MOXE 3I1HCHUTH
aHTUTaX1KapAUTUYHY Kapaioctumyssinito. Y nociimkeHHi PRAETORIAN 849 nartieHTiB 3
nokaszamu 110 Teparnii K/, ae 6e3 HeoOx1HOCTI KapII0CTUMYJIALIT, Oy paHI0M130BaH1 JIsI
immranTanii S-ICD abo 3BuuaitHoro tpancBenoznoro IKJI [82]. Ilpu cmocrepexenHi
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MPOTATOM B cepeaHboMy 49 MicsIiiB, He OyJ0 BUSBIECHO JOCTOBIPHHUX BIAMIHHOCTEH IS
MEPBUHHOI KIHIIEBOI TOYKH IIOJ0 YCKJIAIHEHB, TIOB'SI3aHUX 3 MPUCTPOEM, 1 HEAJECKBATHUX
mokiB. YacTora HeaJleKBaTHUX MIOKIB cTaHoBmia 9,7% y rpymi S-ICD ta 7,3% y rpymi IK/]
(HR 1,43; 95% CI 0,89-2,30), a vacToTa yCKJIaqHEHB, TIOB'SI3aHUX 3 MPUCTPOEM, CTAHOBHUIIA
5,9% y rpymi S-ICD Tta 9,8% y rpymi IKI (HR 0,69; 95% CI 0,44-1,09). Takox He Oymno
BUSIBJICHO BIJIMIHHOCTEW y BTOPHHHIN KIHIIEBIA TOYIll — IIOAO CMEPTI Ta aaeKBaTHUX
CIpaIfOBaHb, aj¢ JIOCHIDKCHHS HE OYyJO0 JOCTaTHBO TOTY)KHHUM, IIOO JIOCTOBIPHO II€
npojeMoHcTpyBath. Ciijl TaKoX 3a3Ha4YMUTH, 1110 TToHaa 80% MmallieHTiB, M0 OyJIM BKIIOUYEHI
1o nociimkenHs, Hanexanu 110 I ta Il kimacis 3a NYHA, ta 3arajgom Oyiau MOJOAIIMMHU, HIXK
y nornepeaHix pocmimkennsax [K/I.

6.2.2.2. JlJodamxoea cepyeea pecunxponizayitina mepanis’

CepueBa pecunxpoHizytoua tepanis (CRT) moke 3MEHIIUTH CMEPTHICTH MpHU
cepreBiii HemocTaTHOCTI [83], 1 y mamieHTiB 3 mokasaHHsmu no Tepamii IKJ[ mepen
IMIUTAaHTAIl€0 € OOOB'I3KOBOIO peTelbHA OllIHKAa MOTEHIIHHOT KOPHUCTI CepleBOi
pecunxponisyrouoi Tepamii (CRT?). Ponp momaBanHs (yHKmii aeibpusnii, komiu
namieHty pekomeHaoBana CRT, menmn BuBuena [84, 85]. [Toroune PKJ] RESET-CRT mae
Ha MeTi Bu3HauuTH BIUIMB CRT-D Ha 3aransHy cmeptHicTh Ta PCC y mamieHTiB 13
CEepIIEBOIO HEAOCTATHICTIO, SKUM mokazaHa CRT.

Tadauusa pexomenaanii 1/ — Pexomenaamii 1010 101aBaHHS pPeCUHXPOHI3aWii 10
IK]]

Kaac PiBenb

Pexomenmamii pexoMenaaniii® | goxaszoBocti’

Axmo  mamienty  mokazana  tepamisi  IK/,
PEKOMCHIYEThCSI OIIIHUTH, YM MOJXKE TIaIli€HT I C
oTpuMatu Kopucth Big immiadTamii  CRT-
nediopumnsrop [83]

#Kmac pekoMeHaaIii.
bPiBeHB TOKA30BOCTI
IK, imnmanToBaHUN KapaioBepTep-aediopuastop

6.2.2.3. Hocumuii kapoiosepmep-oediopunramop

Hocumuit xapaioeprep-aediopunsatop (WCD) — ue 30BHImHIN nedidbpumistop,
skuii BusiBisie 11T ta DI Ta BigHOBIIOE puTM [86]. BiH MOXke OyTH KOPUCHUM Jis
NaII€HTIB, sIKI Nepe0yBaloTh y TPYIM1 PU3UKY, aJle TAMYACOBO HE € KaHIUaTaMu JIJIsl Tepanii
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IK/1, Hanmpukia, micis eKcriaHTamii iHpikoBaHOTO MPUCTPOIO Ta Ha MPOTA31 MOJATBIIOTO
TPHUBAJIOTO JIIKYBaHHS aHTUOI0THKaMU [87].

Hesupimenoto npo6sieMoro € 3aXHCT MaIie€HTIB Ha paHHii cTanii micisa roctporo IM
(40 muiB). Y mocmimkeras VEST Oyno Bkmodeno 2302 marienty 3 roctpuM IM ta GBJIIII
<35%, AKX y TOCTpoMy Iiepioji OyJo paHAOMI30BaHO Y CIHiBBiAHOIIEHHI 2:1 s
oTpuMaHHs ab6o He oTpuMmanHa WCD mogaTkoBO 10 ONTHMAiIbHOI MEIWKAMEHTO3HOI
Tepartii 3riHo 3 icHyrounMH HacTaHoBamH [ 88]. Ilicis 90-neHHOT0 criocTepekeHHs He 0yI10
BUSIBJICHO JIOCTOBIPHOI PI3HUIII MK IpylaMu y MEPBUHHIA KIHIIEBIM TOYIl — CMEPTI BiJl
aputmii (1,6% mipotu 2,4%; RR 0,67; 95% CI 0,37-1,21; P=0,18). Ognak, 0y10 BUCJIOBJICHO
3aCTEPEKEHHS I10/I0 HU3bKOTO CepeIHhOr0 Yacy HOCiHHA Ha 100y — 18 roaun (IQR 3,8-
22,7). Y HemoJaBHbOMY OaraTolleHTpOBOMY peecTpl [87] micas CTpyKTYypOBaHOTO
HaBYAHHS IMAII€HTIB Me/iaHa yacy HociHHsg Oyna Bumoo (23,4 romunu, IQR 22,2-23,8).
Opnak, Ha OCHOBI HasBHHUX JaHHUX, poOoya rpymna He PeKOMEHy€e PyTUHHE BUKOPUCTAHHS
WCD Ha panniii ctamii micas IM. Tum He MeHII, BUKOPUCTAaHHA MNPUCTPOID MOKHA
pO3IIIAIaT! y OKpeMHUX NauieHTiB micis IM, ski MmaroTs Bucokuii pusuk PCC.

Jani mono kopucti 3acrocyBanug WCD s nepsunHoi npoduiaktrku PCC y iHImmx
KJIIHIYHUX CUTYalisX (HalpUKIa, TOCTPUI MiOKapAuT, nepBuHHA npodinaktuka PCC min
4yac BariTHOCTI) € HEUUCICHHUMHU, 1 HA TaHUH MOMEHT >KOJIHMX PEKOMEHAIliil HagaHo OyTH
HE MOXeE.

Tadoauusa pexomengauniii 18 — PexoMenaamii 1momao HOCHMOro KapjaioBepTepa-
nediopuasaTopa
Kanac PiBenn
Pexomenaamii peKoMenaanii® | moxazoBocti’

BukopucrtaHHs ~ 30BHINIHBOTO  KapJliOBEpTEp-
nediOpuisiTopa, CliJl po3ryAiaT sl TOPOCIUX ITa C
MaIli€HTIB 3 MOKAa3aHO0 BTOPUHHOIO
npodinmaktukoro IKJI, ski THMYacoBo He €
KaHIUgaTaMH Ha IMIUIAHTAILIIO

BukopucTaHHs ~ 30BHIIIHBOTO  KapJioBepTep- I1b B
nediOpumaropa, MoOXe  PO3TIISAATHCS IS
OKpEMHUX Malli€HTIB y rocTpoMy mepioai micis IM

aKac pekoMeHaaIii.
bPigeHs MOKA30BOCTI
IK/I, immmanToBanMiA kKapaioBepTep-nediopumnsatop; IM, indapkT miokapaa
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6.2.3. Oxpemi acrieKTH BUKOPUCTAHHSA MPUCTPOIB

6.2.3.1. Onmumizayisi npocpamy8arHs NPUCmMpois

OntumansHe mporpamyBadHs IKJ[ Mae BaxiamBe 3HAYCHHS IS MiHIMIi3amil
cupamtoBanb K]l Ta mokpamieHHsT pe3ynbTariB JTiKyBaHHS mamieHTiB [89-91]. JleranbHi
pEeKOMEH Iallli TOCTYIHI B €KCIIEPTHUX KOHCEHCYCHUX AOKyMeHTax [92, 93]. basoBa uactoTa
CTUMYJIAIII TOBWHHA OYyTH HajallTOBaHA TaKUM YWHOM, 00 YHUKHYTH 3aiBOi
MPaBOILTYHOYKOBOI CTUMYJISINT, 110 JOCTOBIPHO 3MEHIINY€E KiJIBKICTh TOCHiTaizamii 3
IPHUBOJY CEPIIEBOI HEAOCTATHOCTI Ta 3arajibHOI CMEPTHOCTI BiJ ycix npuuund [94-96] (ESC
CardioMed, pozain 43,21) [97].

Crpareris nporpamyBanns Aetekiii LT, mo BkiItouae HalamTyBaHHs MOJOBXKEHOT
Advance III [98], Ta >200 ya./xB. y mocmimkenni MADIT-RIT [99], 3menIiye KiabKicTh
cipaitoBanb IK/] Ta cMepTHICTB BiJl yCiX MpUYUH 0€3 30UIBIIIEHHS pU3HKY CUHKOTIE [89, 98,
99]. lokasu € OijbIl BATOMUMH TS IEPBHHHOI MPO(DIIAKTUKU TOPIBHIHO 3 BTOPUHHOIO
[98] (ESC CardioMed, pozoin 43,21) [97]. YV manienTis 3 IK/] 06e3 moBHoi AB Oiokanu aiis
NPOQUIAKTUKA HEAAEKBATHUX PO3PAIIB PEKOMEHAYETbCA IOCHIIOBHE BUKOPUCTAHHS
muckpuminaropiB CBT/ILT wnasite npu YCC no 230 ya./xB. [99-101]. IlepeaxymoBoro s
aKTHUBAIIll TBOKAMEPHUX JUCKPUMIHATOPIB € HAJIEKHI TOKA3HUKHU MEPEICEPIHOT Uy TIMBOCTI
[92] (ESC CardioMed, po3min 43,21) [97].

Jliist 3a0e3nedeH sl 1HMBIIyalbHOCTI HAJIAIITYBaHb JIETEKIT Ta Teparii Ipu pi3HUX
gactortax T Gaxane 6araTo3oHHe nporpamyBanus [99, 102]. Anroput™m nporpaMmyBaHHs,
10 BKJIFOYA€ HUKHIO 30HY «JIETEKI» 3 aKTUBOBAHWMHU JUCKPUMIHATOPAMH Ta BEPXHIO
30HyY «yMOBHOTO PO3psiiay», o 0a3yerbest aumie Ha kputepisx YCC, 3MeHIye 4acToTy
HeanekBaTHUX po3psaniB IKJ[ 06e3 mkomu mis Oesneku marienta [104-106]. Onpnak,
0JTHO30HOBE IIporpaMyBaHHs 3 BijicikaHHAM BUCOKOT UHCC Moxe po3TiisaiaTics y Nali€eHTiB
3 BHUCOKOIO HWMOBIpHICTIO BUHMKHEHHs TuUtbku DI (Hampukiaj, mepBUHHI €IEKTPHUYHI
3axBoproBanHs) [103]. Hms migmkipaux IKJ[ cimig Takok 3acTOCOBYBaTH JBO30HOBY
KOH(iryparito.

JloBeneHO, 110 CUCTEMHE MPOBEACHHS CHPOO AHTUTAXIKAPIUTUYHOI CTUMYJISALIT
nepej MOKOBOKO Tepami€ro, HaBiTh npu ayxe mBuakii LT, 3MeHIIye KiIbKICTh po3ps/aiB
IK/] 6e3 301nbieHHs yacToTh aputMidyHux cuHkorne [91, 100, 107]. Ctumysnsiis B pexxumi
«bursty (KOpOTKMMU TMayKaMHu IMIYJbCIB 3 4aCTOTOMO, 1110 nepeBuilye yactoty IIT) mae
MepeBaru mepes; CTUMYJSIIEI0 B PeXUMI «rampy» (MadykaMu IMIYJbCIB 3 TMOCTYTOBO
3pOCTAlOY0I0 YaCTOTOK) 4Yepe3 MiABUIEHY €(MEeKTUBHICTh TPH TEPIIOMY MPUIUHEHHI
taxikapmii [108].

Jlist 3a0e3nedeH s MIBUKOTO BUSBIICHHS Ta pearyBaHHsS HA MO, 110 MOTPEOYIOThH
MEIUYHOTO BTPYYaHHS, a TAKOX JUIs 3ar00IraHHsS HEaJeKBATHUX IIOKIB, /IO MOJAIBIIIOTO
cnoctepexxenHs mamienTtiB 3 IK][ cmig BnpoBampkyBatu auctanimiiauii MoriTopusr [109-
112] (ESC CardioMed, rnasa 43.21) [97].
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3anponoHoBaHl peKOMEeHAAlli MO0 ONTUMAaIBHOIO MPOrpaMyBaHHS MPHUCTPOIO
3actocoBHiI N0 Outemocti mamieHTiB 3 IKJ[. Opnak, nns okpeMHX NAIlEHTIB MOXKeE
3Ha00UTHUCS 1HAMBIAyalIbHE, HECTaHJapPTHE TPOrpaMyBaHHS.

Tadoauusa pexomenaaunii 19 — PexoMenganii mo10 onTUHMAJIbHOTO NMPOrpaMyBaHHs

KT

Pexomenaamii

Kaac
peKoMeHaanin?

PiBenb
JA0KA30BOCTI’

Ontumizanis nporpamyBanHs K] mokazana st
YHUKHEHHSS HeaJIeKBaTHOI a00 HEMOTpiOHOT Tepartii
Ta 3HIKEHHS cMepTHOCTI [89-91]

A

V narieHTiB 3 01HO- a00 ABokamepHuM IK/, sskum He
NoKa3aHa Kap10CTUMYJISALIIS 3 MPUBOLY OpaauKapiii,
PEKOMEHTYETHCS MIHIMI3yBaTu IUTYHOYKOBY
crumyJsio [94-96]

PexomMeH1I0BaHO HanallITyBaHHS TPUBAIOI JETEKIIi
LT (xpurepii TpuBasiocTi He MeH1Ie 6-12 cex. adbo 30
inTepBaiis) [89, 98, 99]

VY mnariedtiB 3 nepBuHHOIO mnpodinaktukoro PCC
PEKOMEHYEThCS TTPOrpaMyBaTH HIDKHIN JIIMIT 30HU

teparii IKJ1 >188 yu/xs. [98, 99]

VY mami€eHTiB 31 CTPYKTYpPHHMH 3aXBOPIOBAHHSAMU
cepus IporpamyBaHHS, MPUHANMHI, OJIHIET CIPOOU
AHTUTAXIKAPAUTUIHOT CTUMYJIALIT PEKOMEHIYETHCS B
ycix 30Hax [91, 100, 101, 107]

PexomenmyeThest TIporpamMmyBaTH AITOPUTMH
nuckpuminaiii SVT/ VT st taxikapii 3 4acToToro
10 230 yn/xs. [99-101]

PeKOMEHIYEThCSI aKTHBYBAaTH TPHUBOTY IOPYIIEHb
¢ynkiii enexrpoxis [113-115]
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JIMCTaHIIIHUI MOHITOPUHT PEKOMEHYEThCS JUIs I B
3MEHILICHHSI YacTOTH HeaaekBaTHUX MIOKiB IKJ[

[111]

Jns  mepmoi  crpobu — aHTUTaXIKapIITHYHOL I B

CTHMYJIALIIT KpaIe MporpaMmyBaTH PEKUM «birsty,
HDK pexuM «rampy [108]

IOt  migmkipaux  IKJ  peKOMEHIYEThCS I B
KOH(]irypamis 3 JBOMa 30HAMH JIETeKIli, 3
aKTHUBAIIEIO aITOPUTMY JUCKPUMIHAIIT B HUOKHIN
yMOBHi# 30Hi [104-106]

[Ipu pyrtunnomy nporpamysanHi IKJ[ moBuHHa Ila B
OyTH aKTMBOBaHA OUIBII HIXK OJIHA 30HA JCTEKIl
Taxikapii [99, 102]

aKnac pexomeHaii.

bPiBeHpb MOKA30BOCTI

IK/I, immanToBanuii kapaioseprep-aediopunstop; PCC, panrosa ceprieBa cmepTs; LT, nutynoukoBa taxikapis; SVT/ VT,
CYIIPaBEHTPUKYIIAPHAS TaXiKapIis/IIUTyHOUKOBA TaxiKapIis

6.2.3.2. CynymHue nikyeanHs onsa yHUKHeHHs Headekeamuoi mepanii IK/]

OxpiM onTuMi3allii mporpamyBaHHsI MPUCTPOro, HeanekBaTHIM Tepamii K/ moxe
3ano0IirTy papmMakosioriyie Ta/ado i1HBa3UBHE JIIKYBaHHS.

VY mnamieHTiB 13 CEpleBOI0 HEAOCTATHICTIO I 3MEHIICHHS PU3UKY HEaJeKBAaTHOI
tepanii [IK]J[ Oera-Giokatopu (KapBeAWION MEpeBaKa€ METOMPOJIOJN Y JOCHIIKEHHI
MADIT-CRT) cnig TuTpyBaTH 10 MaKCUMaJIbHO NepeHocumoi 1o3u [116]. ¥V narieHTiB 3
HEBIJIMOBITHOIO Teparieto yepe3 peuuaupytouy CBT, nmikyBaHHSM mepioi JiHIT TOBUHHA
OyTu KaTeTepHa aOJsIIlisi, BPaXxOBYIOUM il BUCOKY €(EKTHUBHICTh Ta HHU3bKY YacTOTY
yckaagaenb [18, 117-119]. ¥V Bumaaky HeBiamoBimHoi Tepamii IK]I, mos'szanoi 3 OII,
PE3UCTEHTHOIO A0 ONTHUMAJBHOIO MEOUKaMEHTO3HOro KOHTponto YCC, mpornoHyeThes
IHAUBITyalli30BaHa crpateris JikyBaHHS (koHTposb YCC abo puTMmy) 3alexHO BiJ
0co0IMBOCTEH KOKHOTO natfieHTa [64]. Y nanienTi 3 panaboro PII 3acTocyBaHHs cTparterti
KOHTPOJIIO PUTMY MOKpAIIMIIO Pe3ysibTaTh JiKyBaHHA y nociigxeHHi EAST-AFNET-4
[120].

V¥ namientiB 3 CRT-D a6unsiiss AB By3na Oyia nos'si3aHa 31 3MEHIIEHHSIM KiJIbKOCTI
HeBiANOBIAHUX [K/[-ITOKIB Ta HMKYMMM MOKa3HUKAMHU TOCHITali3alii y MOPIBHAHHI 3
MeankaMmeHnTo3HuM JikyBaHHsaMm [121] (ESC CardioMed, po3ain 41.14) [122].

Tabauus pexomennauniii 20 — Pexkomenaanii moa0 CynmyTHHOro JiKyBaHHSl JUIA
YHUKHEHHS HeaJekBaTHOI Tepamii IKJ{
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Kuaac PiBenn
Pexomenpamii pexkoMeHaamin® | A0Ka30BOCTI®
[Tamentam 3 MapOKCHU3MAIbBHUMHU
HAJIIIUTYHOUYKOBUMHU TaX1KapIisIMH, 1110 TIPU3BOISATh I C

no HemignoimHoi Tepamii IKJI, pexomeHmoBaHa
kateTepHa adssis [118, 119]

ITamientam 3 ®DII, gxi MarOTh IOB’s3aHI 3 HEIO
HepigmoBigai  moku IKJ[, He3Baxkaroum Ha
ONTUMAJIbHE TPOTPaMyBaHHS, PEKOMEHIYEThCS I C
dbapmakosoriyHe JIiKyBaHHA a00  KaTeTepHa
abstmis [117, 121, 123]

#Kmac pexoMeHpaarii.
bPiBeHp MOKA30BOCTI

IK]I, immanToBanuii kapaioBeprep-aediopumstop; OI1, dhidpuisiis nepeacepasb

6.2.3.3.Ilcuxocoyianvruti enaue mepanii IK/]

Maiixe 20% mamienTiB 3 IK]J[ MatoTh TpUBOXKHI CTaHU Ta JCMIPECito, 110 MOB'A3aH1 3
M1JBHUIICHOO CMEPTHICTIO [124-127]. ¥V 1ux marie€HTiB MCUXOJOTTYHUM CTPEC B OCHOBHOMY
CIPUYUHEHUM 3aHETIOKOEHHSIM 11010 TOTEHIitHOro oTpuMaHHs po3psaaiB IK/, a He Tum,
10 BOHU BXE IEpeKWIn Takui pospsa [128, 129]. TakuM 4MHOM, pEKOMEHIYETHCS
OLIIHIOBATH 3aHEMOKOEHHS B YCiX MAlI€HTIB JI0 TOrO, K Y HUX BUHUKHYTH po3psau IK/I.
Cucrematnunuii ckpuHiHr mnamieHTiB 3 [KJ[ Ha HasgBHICTH TCHUXOJIOTIYHOTO CTpecy
MOJKJIUBHUH 3a JIONMOMOT'OIO CIeIliabHUX ONMUTYBaNbHUKIB [129-132].

3nauHa yacTka nauienTiB 3 IK]I, siki MarOTh KJIIHIYHO 3HAYYL{I CAMOTOMH TPUBOTH Ta
Jerpecii, 3aMuIaeThes HeoCcTaTHRO JikoBaHoto [133]. KomyHikarris 3 yciMa naiieHTamu,
ak1 orpuMytoTh IK]I, HeoOXinHa 11 po3'ACHEHHS] XUOHUX YSBJIEHB 00 (PYHKI[IOHYBaHHS
IPUCTPOIO, OOTOBOPEHHSI 3aHEMOKOEHH IIOJAO0 CEKCYyallbHOI aKTUBHOCTI, OOMEKEHb
KepyBaHHS aBTOMOO1JIEM, a TAKOXK JIJII HaJIaHHS PEKOMEH/IaIlii 100 IJIaHy il Y BUTIaJAKy
mokoBoi Tepamii [134, 135]. lna cneuudiyHUX BTpyYaHb Yy ACSKUX MAIlIEHTIB MOXKE
3HaJO0OUTHCS HampaBieHHS a0 (GaxiBIiB 3 mcuxiyHoro 310poB's [134, 136]. KornitneHa
MOBEAIHKOBAa JOMOMOTa JJisi 3MEHIICHHS TPUBOXXHOCTI MOKE TaKOX HajJaBaTUCS
kBamiiKOBaHUMH KapaiojoriyHumu wmezacectpamu [137]. Iudopmaris, orpumana 3
IHTEpPHETY, TAaKOXX MOXKE BHUSBHUTHCH KOPHCHOKO JUISA IOKPAIIEHHS ICHXOCOIIaIBHOTO
cratycy y nauientiB 3 [K/] Ta niaBumienum ncuxocoiianbHuM auctpecom [138].

Tadauus pexomenaaniii 21 — PexoMenaanii o0 ncuxoconiajibHOI 10MOMOTH TicJst
immiranranii IKJ[
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Kuaac PiBenn
Pexomenpamii pexkoMeHaamin® | A0Ka30BOCTI®
V mnarientiB 3 IK/] moBUHHA IPOBOUTHUCH OIlIHKA
TICUXOJIOTTYHOTO CTaTyCy Ta JIIKYBaHHS JUCTPECY I C

[137-139]

PexoMenzoBaHa KOMYHIKAIliSl MK MAIi€EHTOM Ta
JiKapeM/MeTUYHUM MPAIiBHUKOM IS BUPIIICHHS
npobsieM, mos'sizanux 3 IKJl, Ta oOroBopeHHS I C
IATaHb SAKOCTI KUATTA 10 iMmianTamii IKJ[ ta mixg
yac mporpecyBaHHs 3axBoproBaHHs [ 128, 140]

#Kmac pexoMeHaaIii.
bPiBeHpb MOKA30BOCTI
IK/1, immianToBaHMH KapaioBepTep-aedhiopuiIsTop

6.2.3.4. [layicnmu 3 1i80ULTYHOUKOBUMU OONOMINCHUMU NPUCPOSIMU

VY mnamieHTiB 3 JIBOULTYHOYKOBUMH AONOMDKHMMHU mnpuctposimu (LVAD) uacro
3yCTpIUalOThCA MITyHOUKOB1 aputmii [141-144]. IIT npu mpomy, 3a3Buuaid, 100pe
MEePEHOCUTHCS, OCKIITbKH LVAD miaTpuMyroTh aileKBaTHUI ceplieBUI BUKH/T 1 3a11001rat0Th
najaiHHo remoauHamiku [145]. Oxgnak, tpuBana HenmikoBana LT moke mpusBectd A0
LUPKYJSITOPHOTO KOJIAINCy HaBiTh 3a HasiBHOCTI LVAD, oco0iuBO Ha paHHIN cTaiii micis
IMILJTaHTAILli TPUCTPOIO, Ta Y MALIEHTIB 3 BHUILIUM JIETEHEBUM CYJIMHHUM omopoMm [146].
[ImyHOUKOBI apuTMii 70 1 Tichs iMmtanTaiii LVAD aco1itoroTbces 3 MiABUIIIEHUM PU3UKOM
CEpIIEBO-CYAMHHOT Ta 3arajibHOi cMepTHOCTI, Toal Ak IKJ[ Moxke 3Ha4HO 3MEHIIUTH
BuHuKHEeHHsT TpuBanoi 1T [141, 142, 147-150]. 1li mani migTBEpKYIOTh JOLIIBHICTD
imranTarii [K] nns Bropunnoi npodinaktuku y penumientiB LVAD 3 cumnTomatuaHoio
CH.

VY oOcepsariiitnux nociipkeHHsx mamieHTiB 3 LVAD monepenHboro MmoKOJiHHS
(yJIbCOBMMH) TTOB1TOMIISIETHCS PO OLTBIITY TPUBATICTH KUATTS y martieHTis 3 IKJ] [151-153]
(ESC CardioMed, rnasa 37.32) [154].

HemonaBHi peectpu, ki Bkirodanu HocliB LVAD 3 nocTiiiHUM TOTOKOM, OCTaBUIIU
1] CyMHIB 3HM>KEeHHsI cMepTHocTi Bia IK/I, ane HasiBHI AaHi € cynepeunuBumi [141, 142,
144, 155, 156]. Anamiz peectpy INTERMACS, sxuii BkItOyaB HaWOUIbILy KOTOPTY
nanieHTiB 3 LVAD 3 6e3nepepBHUM MMOTOKOM, IMOKa3aB, 110 HasBHICTh Y HUX IK]] He Oyna
NoB'sI3aHa 31 30UIBIICHHSAM TpUBAIOCTI KUTTA [144]. BiACyTHICTH 3aJI0KyMEHTOBAaHUX
nepeBar y BUKUBaHHI cepen maiieHTiB 3 LVAD 3 6e3nepepBHIUM MTOTOKOM, B MOETHAHHI 3
MoBipHicTIO ToiepanTHOCTI A0 LT 1 pusukamu, mos'sizannmu 3 imrutanraiiero K] y mux
mamieHTiB - (pu3uK 1H(QIKYBaHHS, B3a€EMOJS MPUCTPOIB), CBIAYUTH HAa KOPHUCTH
1HIMBITyaJTi30BaHOTO TIXOTY.
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Taboaunus pexomengauiii 22 — Pexomenpauii moao imminanranii IKJl penunientam
LVAD

Kaac PiBenn
Pexomenaamii pexkoMeHaauin* | moka3oBocTi®

Penumienaram LVAD 13 cuMIIToMaTUYHOO CTIHKOO
IOT cmig po3rasHYTH MOMKIUBICTH IMIUTaHTAIT] IIa B

KT [141, 147]

aKnac pexomeHanii.

bPiBeHb TOKA30BOCTI

IKJ, immasToBaHuii kapaioBeptep-nediopmmsarop; LT, mmmyHoukoBa Taxikapzis; LVAD, momoMikHHIA TPHUCTpii J1iBOTO
[ITYHOYKA

6.2.3.5. Ycknaounenns, no6’azani 3 npucmposamu

[Tpodinaktuka ycknaanens teparnii IK/ BaxiuBa 1i1st 3HUKEHHS MOB'I3aHUX 3 HUMH
3aXBOPIOBAHOCTI, CMEPTHOCTI Ta ¢iHaHCOBOTO TaAraps. Ilin yac iMmmuianTtamii TpUCTPOIB
aHTUO10TUKONPO(DTAKTHKA, TEpeaNnpoIeypHa IIJArOTOBKA IIalliEHTa Ta BIAMOBIIHA
XIpypriuHa TeXHiKa MOBUHHI OYTH 3aCTOCOBAHI /IS 3a100iraHHs iHQ1KyBaHHS IPUCTPOIO Ta
yTBOPCHHS JIoka reMatomu [157-159]. JlocTym uepes ronoBHy (v. cephalica) abo maxBoBy
(v. axillaris) BeHy € KpailuM, HDK depe3 MIAKIIOYNYHY BEHY, Yepe3 3MEHILICHHS PU3UKY
ITHEBMOTOPAKCY Ta MOPYIIeHb B poOOTI eekTpoi [160-162].

BaxnuBum acnekrom € npaBuwibHuM BuOIp cuctemu IKJ[. Onnoxamepni IKJI
PEKOMEHYIOThCS MAalllEHTaM I TEPBUHHOI NMPOQIIAKTUKH, SIKIIO HEMAa€E MOKa3iB 0
nepeacepaAHoi abo JBOKaMepHO1 KapaiocTuMyiiii. Lle 3MeHIye pu3nk nepurporeaypHux
YCKJIAAHEHb Ta KUIbKICTh 3aMIiH TE€HEpaTOpiB BOPOJOBXK IKUTTS y TOPIBHSHHI 3
neokamepuumu IK/I. Ileit minxig He 30uTblIye pu3uk HeanekBaTHOI Tepamii IK/I, sxmio
MMPOBOAUTHCA ONTHUMAJIbHE IpOrpaMmyBaHHs mHpuctporo [163-166]. IlepeBary HamaroTh
PYTUHHOMY BUKOPHCTAHHIO OJTHOKOTYIIIKOBHX IOKOBUX €JIEKTPOIIB U€pPEe3 MEHIIINN PUUK
YCKJIQJHEHb M1J] Yac iX BUAAJICHHS, 0€3 MOB'SI3aHOi 3 IIUM 3MiH B €(EKTUBHOCTI PO3PSIIAY
[167, 168]. BukopucTtanHsi ABOKOTYIIKOBHX €JIEKTPOJIIB MOKHA PO3IJISIIATH B KITHIYHUX
BUIAJKaX, KOJHM OYIKY€ThCS BHIMMK mopir aediopusaiii — nHanpukiaan, KMIIT a6o
npaBoOiuHi iMrtanTarii [ 169, 170].

Tadauus pexomenaauiii 23 — Pexomenaamii moa0 yckJjiajHeHb, noB’sa3anux 3 IK/{

Kaac PiBenn
Pexomenaamii pekoMeHaalmii® | J10Ka30BOCTI®

Jlns nepBUHHOI MPO(UIAKTUKM Yy Malli€eHTiB 0e3
MOTOYHUX a00 OUIKYBaHUX TMOKa3aHb  JJIs
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nepeacepAHoi ab0 ABOKaMEPHOT KapA10CTUMYJISI T I A
onHokamepuuii IKJ[ OumbIn pexoMeHIoBaHUN Yy
MOPIBHSHHI 3 JBOKAMEPHHUM UYepe3 HUKUUN PUZHK

YCKJIaJIHEHb, MOB'SI3aHUX 3 MPUCTPoeM [163, 164,
166]

Criz po3riIsIHYTH BUKOPUCTAHHS OTHOKOTYIIIKOBUX
[IOKOBUX €EJIEKTPOIIB 3aMiCTh JBOKOTYIIKOBHX ITa C
yepe3 MEHIIMA pU3MK YCKJIaJHEHb IiJ Yac
TPAHCBEHO3HOI €KCTPAKIIii [167]

#Kmac pexoMeHaaIii.
bPieHb 10Ka30BOCTi
IK/, iMmmanTOBaHHN KapaioBepTep-aediopuiiTop

6.2.3.6. [lumarnHsA, wo cmocyromsbCs 3aKIHUEHHS HCUMMS

[Tamientu 3 aktuBHUMU [K/[ mepeHOCATh 3HaUHY KUIBKICTh IIOKIB B OCTaHHIN (a3l
KUTTA [171]. Y HEBHIIIKOBHO XBOPHUX MAIIIEHTIB Ta HAIIPUKIHIII )KUTTS MEAUYHI MPAI[IBHUKA
MOKYTb TIOJICTIITUTH MPUHHATTS PIIICHHS MMAIIIEHTOM Ta YJC€HAMHU HOTO CiM'l, TOSICHIOIOYH B
JIETKATHIA Ta 3po3yMutii ¢opmi mepeBaru Ta pusuku npoposxkenns tepamii [K/ [172].
[NamienT moBUHHI OyTHU MOiH(GOPMOBaHI 11010 MOXJIUBOCTI aeaktuBanii IK]I. 3aramom,
neakTuBalis (PyHKIIT KapJIOCTUMYJIALIT HE PEKOMEHY€EThCS, 1100 YHUKHYTH MOT1PIICHHS
SKOCTI JKMTTS, a B JICIKMX KpaiHaX TaKa JeaKTHBAIlisl Yy TAaIll€HTIB, 3aJCKHUX BiJ
KapI10CTUMYJIATOpa, MOXXe OyTu 3a0opoHeHa 3akoHoMm [173]. JleakTuBaiiro ciija
0oOroBOpIOBaTH MeEpe] IMIUIAHTALIEID MPUCTPOI0 Ta MPHU 3HAYHOMY IMOTIPIIEHHI CTaHY
310poB's marfieHTa. He3Baxkaroun Ha 3pocTaroyy TEHJEHIIIIO 10 PO3TIISAY MOKIUBOCTI Ta
npoBeaeHHs aeaktuBaii [K/] micisg peTenbHOro 00roBOpeHHs, MOTOYH1 MOKa3HUKH BCE I11€
3aJIMIIAIOTHCS] HU3BKUMU, 1 HEOOX1THE TIOKPAIIEHHS JIOTJIAY 32 TAKUMU maiienTamu [174,
175].
Tadauusa pexomenaauniii 24 — PexoMeHaamii 100 NUTaHb, MNOB’SI3aHUX 3
3aKiHYEeHHAM KMTTH Y Nali€eHTIiB, AKi HocaATh TK/]

Kaac PiBenn
Pexomenaamii pekoMeHIalmii® | JT0Ka30BOCTI®

[Mepen immnanTauieto IKJ[ Ta y Bumaaky 3Ha4Horo
MIOTIPIIICHHS CTaHy 3/0POB'S MAalll€eHTa TOKa3aHO I C
1H(OpMOBaHEe OOTOBOPEHHS 3 MAIIEHTOM Ta HOTO
POAMHOIO MOAJIIMBOCTI AeakTuBalii IK/] ta criiyibHe
NPUUHATTA pilieHHs [174]

aKac pexoMeHarii.
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bPipenn n0ka30BOCTI
IK/I, iMruianToBaHmii Kapaioseprep-aediopuistop

6.2.4. InTepBeHuiiiHa Tepamis

6.2.4.1. Kamemepua abnayis

6.2.4.1.1 Ilayienmu 3i cmpyKmypHo0 namono2ieo cepys

VY maiieHTiB 31 CTPYKTYpHOIO MaTojioriero cepis criiiki monomopdui 1T B meprry
4epry MOB's3aHi 3 pyOIIeBO-3aJIe:KHIM MeXaHi3MOM pi-eHTpi [176-181].

[TarienTam 3i critikoro LT, acoriiioBaHOO 31 CTPYKTYPHOIO TIATOJIOTIEIO CEPIIS, Yepe3
Buiuii pusuk PCC, 3a3Buyaii, pekomenayerbes iMmtanTaitis IK [182-184]. Ognak, IK] He
3arno0ira€ BUHUKHEHHIO IUTYHOYKOBOI apUTMii, 1 y 0ararbox 3 IIMX Talll€EHTIB BUHUKAIOTh
cuMIiroMaTidHi moBTopHi emizoau IT/DIII, o npuzBoaAsITE 10 cuHKoIe abo po3psais IK/,
Ta MOTPEOYIOTh OATKOBOTO JIiKyBaHHs [46, 99, 135, 185-187].

VY naii€eHTiB 31 CTPYKTYPHOIO TATOJIOTIEI0 CepIlsl BUOIP aHTHAPUTMIYHUX 3aCO01B JJIst
KoHTposito peruauByrouoi I T/®II 3aeb6inpmioro odoMexyeTbesi OeTa-OJ0KaTOpaMH,
COTAJIOJIOM Ta aMIOJapOHOM, 1 IIbOMY JIIKYBaHHIO 4acTO MEPENIKOHKat0Th MOOIUHI ePeKTr
npenaparis [34, 188].

3aBIsSKM MPOrpecy, NOCATHYTOMY 3a OCTaHHI TPHU JACCITHIITTS, KaTeTepHa aOisiis
HaOyBae Bce OUIbIIOro 3HaueHHs i JiikyBaHHs pyoOueBux LT [189]. 3 mouatky 1990-x
pokiB katerepHa abmamis LT 3 Hixok myuka I'ica Oyma myxe ycmimuoro [190-193], 1
po3rsiiaeThed, K nepiua JiHis Tepamii [182, 183] (Puc. 8). 3romom karerepHa abmsiis
BUSIBUJIACS JIy’)Ke €(EKTUBHOIO Jii KOHTpOJto Oe3nepepBHO-pennauBytouoi LT, abo
CJIEKTpUYHUX TOPMIB [46, 47], Ta y 3MeHmIeHHi noaaneinoro Tsaraps LIT. V Garatbox
JOCTKEHHAX OyJio moka3aHo mo3uTuBHUM BruB a0l T Ha kiiHIYHUN pe3ynbTar 3
touku 30py peuuauBiB 1T [194-199]. V mamientie 3 IXC tpu PKJ] [187, 200, 201]
MOBIJIOMWJIM, 110 KaTeTepHa aOJiAllis, MOPIBHSHO 3 TPAIUININHUM JIKyBaHHSIM, 3MEHIIYE
riMoBipHicTh Toganbiux mokiB IK/I 1 3anobirae penuausam emizoxnin HIT.

Kputnuna wyactuHa nanmiora nostopHoro Bxony LT, mo no3HavaeTbes sk
«3axuienuit nepemuiiok Ty, € ocHOBHOIO MitieHHIO 1t abssaiii [176, 202], ane ii gyxe
CKJIQJHO BHUSBUTH Mpu TremoauHaMmiuHOo 3Hauumux T [203, 204]. Yepe3 BHUCOKY
WMOBIPHICTh MHOKMHHUX JIAHI[IOTIB TOBTOPHOIO BXOJAY B MiOKap/iaJlbHOMY pyOIl Ta
TPYJAHOIIIAMH y BUSIBIIEHHI KpUTUUHHX MEPEIINIKIB, CTpATETis a0Msii 3 pOKaMU MOCTYIIOBO
CBOJIIOI[IOHYBaJIa B OIK OUIBIN MIMPOKOI adusIii apuTMoreHHoro cyocrpary [205-208].
Oco0nuBy yBary ciifg 3BepHyTH Ha Bunagaku ctidkoi IT/®II, mo iHgyKOBaHI
moHoMmopbHumMu LIIEC, xonu ui tpurepni IIIEC (wacto nos'a3ani 3 mepexeto [lypkiHbe)
MOBUHHI OyTH MilIeHHIO 1151 abusii [48, 49, 209].

Enexrpodizionoriuni xapakrepuctuku nanmiporie [T 3amexaTs Bil OCHOBHOI
cTpykTypHOi marosorii cepus. Tak, mocrtiadapktHi IIIT B ocHOBHOMY TOB's3aHi 3
EHJ0KapIiaIbHUM apUTMOTEHHUM CYOCTpaToM (IMiTAEThCS CHIOKapIianbHIN a0siii), B
TOM yac sk Jjokami3aiisa jganioris re-entry 1T y marienTiB 3 kapaiomionaTisiMu € QLTI
BapiabenpHO0 [210-212]. V nux Bumajkax 4acriiie 3yCTpi4aroThCs IHTpaMypajibHe Ta/a0bo
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emikapaianpHe ypaxeHHs. lle cyTTeBo BIIMBa€ Ha PI3HUIIO B KIIHIYHHX pE3yJibTaTax
abmsnii LT 3anesxHO BiJ OCHOBHOTO 3aXBOPIOBAHHS CEpIls, 3 KpallluM pe3yabTaToM IMpH
IXC nopiBHSHO 3 HEIIEMIYHOIO eTioJioriero cyocrpary [213-215].

EdexTuBHa abiisiis BUMarae TpUBaJIOTo aOJIAIIHOTO MOMTKOHKEHHS apUTMOT€HHOT
TKaHUHU. Y JESKHX BUIAJKaX, TaKUX K iHTpamypansHa [T, 3anumaroThcs TpyaHOIII y
JOCSITHEHHI IT1€T METH 3a JIOTIOMOTOI0 HAsIBHUX CyYaCHHUX KaTeTepiB, HE3aJICKHO BiJT MITXOTy
(emokapaianpHui/enikapaianbauii) [216]. s mokpaiieHHs: popMyBaHHS 30HU YPaKCHHS
APUTMOTCHHOTO CyOCTpaTy BHIPOOYIOTHCS HOBI KaTeTepHI METOAWKH (HAIPHUKIIA,
O1moJIsIpHa/TOJIKOBA a0JIAIIs, TPAHCKOPOHAPHA aJIKOoroJIbHa a0Jsiis) [217-222], a TakoX Ti
METOUKH, sIKI Hapa3i BXKe € JTOMOMDKHUMHU — pajiioTepaneBTuyYHa adsiisa [223, 224] ado
xipypriuna aomsis [225].

[Tpu mnanyBanni a6l LT BaxnuBo 310paTy yCro IOCTYynHY iH(OpMaIIiIO 11010
apUTMOT€HHOTO CyOcTpaTy 0coOJIMBO sl BUSIBIICHHS pyOI1iB (3a nornomororo MPT a6o KT)
[226-230] i1 BusHauuTH 30Hy Buxoxy LT 3a nmomomororo ¢ikcarnii Ha 12-kananpHin EKT
napokcuszmy LT a6o LIEC, ski inaykyrots II'T/OII.

[Toka3Huk cepeaHboi 10BrocTpokoBoi ycmimuocTi abmsii LT Bapiroetses Big 30%
10 70%, 3amexHo BiJ BU3ZHAYAIBHOI CTPYKTYpHOI maroiorii cepus [197, 23-234]. MoxyTb
BUHHMKATU TaKl NEPUNPOLEAYPHI YCKIAJAHEHHS, SIK 1HCYJIbT, TaMIIOHaAa MepuKapay, ado
cMepTh [235-238].

6.2.4.1.2 Ilayienmu 6e3 16H0I cmpyKmypHoI namoocii cepys

«ImionaTuyHa NUTYHOUYKOBA Taxikapaisy — 1e Tepmi juist BusHaueHHs LT, ska ne
MOB'sI3aHa 3 CTPYKTYPHOIO MATOJIOTiE0 cepisi ad0 TEeHEeTUYHUMHU apUTMIYHUMU
cunapoMaMu. binpuricTs imionatuyHux T 0OyMOBIIEHI TPUT€PHOIO AKTUBHICTIO, ajl€ B
OCHOBI BepanaMul-4yTiauBux Gacuukynasipaux HIT nexuTs MexaHi3M MOBTOPHOTO BXOAY 32
yuacTio Mepexi [lypkinbe niBoro nutyHouka [239]. Imionaruuni LT Biapi3HAOTHCA Bij
TaKMX, 1110 TOB'I3aH1 31 CTPYKTYPHOIO MATOJOTIEI0 CEPIsl, TPhOMa KIOYOBUMHU O3HAKaMHU.
[To-niepe, igionatuyHi LT 37e6116110r0 TOXOAATH 3 OJHIET 30HU Ta MEBHO1 CrIeU(pIYHOT
JUISTHKA CEPIsl — a came 3 BUBITHOTO TPAKTY MpaBoro abo JiBoro nurtyHouka [240, 241],
B3JIOBXK CTYJIOK KjamaHiB [242-244] naminspaoro m's3a [245] abo mepeski IlypkiHbe 1iBOro
nutyHouka [239]. [To-apyre, npu inionatuyaux LT He BusiBnserbes pyOuieBux 30H [246]. 1
Hapemri, imionatuydi LT matore noOposikicHuit mporHo3, tomy imruianTamis 1K/, sk
IpaBUJIO, HE peKOMEeHayeThes [ 182].

MimeHnHo juIs aOJIsIii BOTHUIIEBUX JKEPEN € MiCIle HaWOUIbIT paHHBOI aKTHUBAITii
mig gac 1T, Tom ax ana abnsmii miBux dacuukynspaux [IIT — aHomanbHa TKaHWHA
[lypkiHbe 3 aiactoniuHoro akTuBHICTIO mij yac 1T [247, 248].

Karerepna abmsiis € eeKTUBHOIW y OUIBIIOCTI MalieHTiB 3 igionatuyHoto 1T, a
HEPUTIPOLICTYPHI YCKIIATHECHHS TPAIUISIFOThCS pinko [249-253].

6.2.4.1.3. AemonomHa MoOyAYis
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Ponp BereratMBHOI HEPBOBOiI CHUCTEMHU y PO3BHUTKY apWTMiil BH3HAHA JIaBHO, IIIO
MIPU3BEJIO J0 MOSBU KOHIIETIT TPUKYTHUKA apuTMorenesy Kymens [254].

Byno mpoaeMoHCTpOBaHO, IIO CHMIIATHYHA aKTHBAIlS BIAIrpae KIOYOBY pOJIb B
IHAYKII] DIUTYHOYKOBUX apUTMIH MPH IEAKUX CTaHax, Takux sk Bpokeni LQTS ta KIIIIT
[255, 256], a cummatudHa JAEHEpBAIlis JIIBOTO CEPIlsi MOB'sS3aHA 31 3HWKCHHSM YacCTOTH
apUTMOTEHHUX CHHKOmNEe Tpu BpomkeHomy LQTS [256, 257]. EdexTuBHICTh pi3HHX
METOJIMK CUMITATUYHOT OJIOKaIu cepld (TopakajibHa emiypajibHa aHecTe31s, Yepe3IKipHa
aHecTe31s 31p4acToro TaHrIii ado XIpypriyHa pe3eKIlis 31puacToro raHriilo) y 3MeHIIeHHI
apuTMiuHOrO TAraps npu pedpakrepriit [LIT/PII Oyno BU3HAHO B IEKIIBKOX HEBEIUKUX
TocaiKeHH X [42, 44, 56]. HeoOxiaH1 momanbIni JOCTIIKESHHS, 00 OLIHUTH, K1 MaIllEHTH
MOXKYTh OTPUMATH KOPUCTh BiJl MOJYJISALII BET€TATUBHOI HEPBOBOI CUCTEMHU JIJIsl KPAILIOTO
koHTpostro LT/,
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Komenmap pobouoi epynu: 3a piuieHHAM My1bmMuOUCYuUnIiHaprHoi poooyoi epynu 6
oaniu Hacmanosi ne nasedeno onuc posoiny 7.1. Cneyugiuni opeaHiuni 3ax60pr08aHHs
cepya (niopozoinu 7.1.1. — 7.1.1.4) y 368’a3Kky 3 HeaKkmMyaibHiCmMW0 NPAKMUYHO2O
BUKOpUCMAanH 0anoi inpopmayii 6 oumsayiu nonynayii. 3 nosnum mexcmom Guidelines for
the management of patients with ventricular arrhythmias and the prevention of sudden
cardiac death. Developed by the task force for the management of patients with ventricular
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arrhythmias and the prevention of sudden cardiac death of the European Society of
Cardiology (ESC). Endorsed by the Association for European Paediatric and Congenital
Cardiology (AEPC) (2022)  mooicna O3HAUOMUMUCS 34 NOCUNAHHAM
https://academic.oup.com/eurheartj/article/43/40/3997/6675633

7. JdiarHOCTHYHA OWiHKA, JIKyBaHHfI Ta crpatudikanis PpU3HKY
BIAMOBIIHO 10 KJIiHIYHOI KAPTHHHN TA HASIBHOTO (IMOBIpHOI0) 3aXBOPIOBAHHSI

7.1.2. IpiomaTu4yHi mnNepegYacHi NIIYHOUYKOBI KOMILIEKCH/IIJIYHOYKOBA
Taxikapais Ta KapaioMmionarisi, IHIYKOBaHA IepeIYaCHUMHM UIJIYHOYKOBUMH
KOMILIEKCAMH

7.1.2.1. Ioionamuuni nepeduacHi wiyHOYKOBI KOMNIEKCU/WTYHOUKOBA MAXIKAPOIs

[MIIK/IOT y mnamientiB 6e3 CXC Bu3HayawoThes, sk imionatuudi (Puc. 12). YV
namieHTiB 13 nependavdybanoto iaionaruynoro [IE/IIT Ha 0cHOBI HETaTUBHOTO aHAMHE3Y
Ta HOpMasbHOTO (i3ukanbHOro oOcTexkeHHs EKI' y 12 BinmBeneHHsSIX 1 TpaHCTOpakaibHa
ExoKI' € BaxnuBUMM MEPUIUMHU JIarHOCTUYHUMHU KPOKAMH JIJIsi BUKJIIOYEHHS OCHOBHOI
CXC. Jlna BuzHnauenHs HaBaHTaxeHHs [1IIK, 3a3Buyait, mpoBoasATh 1000BE XOITEPIBCHKE
moHiTopyBanHs EKI'. HeoOxinmHo posmizHaBatu mynstudopmui [TIIK mpu tpuBamomy
monitopyBanHi EKI' 1 Hesnauni 3minum Ha EKI' a6o ExoKI [32]. MPT cepus cruix
BukoHyBatu mopasy, koiu EKI" ta ExoKI' He no3Bomstors Bukimountu CXC, abo Ko
KJIiHIYHA KapTUHA BUKIWKae migo3py Ha CXC [33, 34].
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Puc. 12. Anroputm BeJeHHSI NALIEHTIB 3 iJiONATHYHUMH MNepeIYaCHMMM IJIYHOYKOBHMH
KOMILTIEKCAMM/IINIYHOYKOBOIO TaXiKapAi€l0 Ta HasBHUMHU CTPYKTYPHHUMH 3aXBOPIOBAHHSIMH CepUst

[TamientiB HeoOXximHo mikyBatu, skmo [IIIK/IIT BUKIMKaIOTh CHUMIOTOMH a0o
MOB’sI3aHi 3 IOTipIIeHHIM cepiieBoi pyHkii. KiiHiuauii mepedir Ta BiAMOBi Il HA Pi3HI BUIX
JIKyBaHHS OyJlM B OCHOBHOMY BHBYEHI y BHUMNajKax, ki noxoaats Big BTIIII abo niBux
MyYKiB.

Kinbka mpemnapaTiB BUKOpUCTOBYBaNKCS s JiKyBaHHs imionatnynux [TIIK/IIT.
Pexomenmaiii  0a3yroThcsi Ha HEBENUWKMX ab0 HEKOHTPOJIbOBaHUX cepisx. bera-
aapenoOokaropu Ta Onokaropu kKamnbilieBux kaHamB (BKK) e Haii6iipm BUBUEHUMU
npernaparamu, i 00u/1Ba BUSBHINCS e(DEKTUBHUMHU T IpUrHUYeHHS aputMii [68]. [lokasis
s paekainigy Maso [35]. YV pasi 6inbiiol TskkocTi [TIIK i3 BHIIOO 9acTOTOIO CEPLIEBUX
CKOpodeHb abo mij yac (I3WYHOTO HABAHTAXKEHHS CIIJ BijjaBaTd TniepeBary Oera-
omokaTopam [36]. Skio Takoi Kopesiii Hemae, BUKOpUCTaHHs (JieKaiHiy ado mpemnapaTiB
BKK 6yno nop’si3ane 3 Outbin epektuBHuM npurdideHHsm [TIIK. bera-agpenobiokatopu
TaKOX CJ1J oOMpaTy 3a MiJ03py Ha BOTHHIIEBUNA MexaHi3M akTUBHOCTI. BKK mae Oytu
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npenapatoM Buoopy 1 pacuukymnspuoi [HIIK/IIT. Xoua nanux 6pakye, 6bera-61okaropu
a6o BKK BBaxaroTscs nepmouyeprosum Budopom s [THIK 13 moxomxennsm noza BTTIII
abo JIBUX MYYKiB, OCKIIbKM (hJCKAiHIZ MOXKE MaTh MPOApUTMIYHI TOOIYHI e(eKTH.
AMiIOIapoH TOB’SI3aHUN 13 CEPHO3HOI0 CHCTEMHOIO0 TOKCHYHICTIO, TOMY HOTO CIIiJ
3aCTOCOBYBATH JIMINIE B TOMY BHIIAJKY, SIKIIO a0Jsiist abo 1HII MpernapaTd HE Jal0Th
pe3yNbTaTiB a00 HE MOXKYTh OyTH BUKOpHCTaHi [37].

[ToBimoMIIsIIOCS PO BUCOKWI PIBEHB YCHIIMTHOCTI KaTETEPHOT a0l 1110MaTHIHUX
[MIIK/IOT 3 pigkicHuMu yckiagHeHHsaMHU, ocoOiauBo mius BTIIII ta dacuukynspHOTro
tunis [70]. Y PK/I, B skomy Opanu yuacts narieats 3 BTIILL ITIHIK, a6:siist Oyia kparoro
3a tepamito AAIl nias npurHideHHs apuTmii 0e3 pi3HMIl B yckiaaHeHHsx [38]. Takum
YUHOM, a0JIAIII0 PEKOMEHYIOTh, SIK Teparito nepiroi giHii s BTIIHI 1 paciukynsapaux
ITIIK/IOT. Joctrynmua indopMmamis moxo iHmux ¢opm imionatnunux [IBK/IIT €
00MEKEHOIO Ta 3/IE0LTBIIOT0 0OMEKYETHCSA TOCTPOIO YCIIIIHICTIO a0JIAIIi, SIKa, SIK TPaBUJIO,
HIKYa Ta MOB’si3aHa 3 OUIBIIOI0 KUTBKICTIO peruanBiB, Hix 1y BT 1 pacuukynspanx
TTLIK/IIT.

Kpim Toro, goctyn 1 abisuis B NEBHUX MiCIAX (Hampukiaj, cuHyc Banbcanbsuy,
BepirHa JIIII) MOXXyTh 301IBIIUTH PU3HK MPOIETYPHUX YCKIAAHEHb. TakuM 9MHOM, KOJTU
Ha EKT'y 12 BiaBeaenusx € migo3pa Ha mxepeno [HIIK/IIT 3a mexxamu BTIILL abo miBux
My4YKiB, PIBEHb PEKOMEHIAIIN A1 aOsAii HUAKIHIA.

3aranom JIIKyBaHHS JIITe Mae OyTH TaKUM ke, siK 1 gJopociux. [Ipote abmusiito ciin
BIJIKJIACTH Yy MaJCHBKHUX JITEH 4Yepe3 pU3HK PO3BUTKY YCKIATHEHb 1 BIAHOCHO OUIBIITUHN
poO3Mip aOIALIAHOTO ypaXKeHHs MOpPIBHSAHO 3 cepueM autunu [38, 39]. Bepamamin He
PEKOMEHIYEThCSI, SIK Teparlis MepIoi JIiHii y 1iTei BIKOM 10 1 poKy, TOMY IO 11€ TTOB’sI3aHO
3 apTeplajJbHOIO TIMOTEH3I€I0 Y JACSKUX 3BITax MO0 BumaakiB. CiiJl 3a3HaYUTH, 110 YCl
3apeecTpoBaHi MAalliEHTH MajM CEPIEBY HEIOCTATHICTh, MEPE03yBaHHS Bepanamiiy ado
OJTHOYACHUH TPUHOM THIINX MPOTH3AMAIBHIX 3aC001B i1 Yac npuiioMmy Bepanaminy [41].

VY namieHTiB MOXYyTh crnoctepiratucs Oe3dcumntomui yacti [IBK/IJL. Jlume y
MeHmocTi namiedTiB 3 LIIIE menme 1000 pa3iB Ha 1eHb MOXKE PO3BUHYTHUCS BEHTPUKYJISIpPHA
TUCQYHKIS micis 5-piuynoro crioctepexxeHHs [42]. HaBanraxenns [TIIK y 10% 3maeTses
MIHIMQJIBHUM TOPOTroM it po3BUTKY aAuchyHkuii JIII, 3 BUIIMM puU3HKOM, KOJIHU
HaBantaxeHHs Ha [IBI cranoButh 20% [43, 44, 70]. Y upomy BHIaIKy IOKa3aHa
perynspHa ominka ®@BJIII. Ha croromuimiHiii AeHb HEMa€e AaHUX, IO MiATBEPIKYIOThH
nepeBaru JIKyBaHHsS apuTMIi JUisi 0€3CMMITOMHUX MAIiEHTIB 13 30€peKeHO0 (PYHKITIEIO
nutyHoukiB. KpiMm Toro, HaBantakenHs [IIIIK dacto cmoHTaHHO 3MEHIITYETHCS 3 YacOM,
ocobnuBo y miteit [42, 45]. Y okpeMux MaIli€HTiB, HAmp. MAIi€HTIB, SKI HE XOYYyTh
JUHAMIYHO CITOCTEPIraTUCsA, MOXKHA PO3TIISTHYTH KaTeTepHy alusIito. Y TAalli€HTIB 13
HaBaHTaxeHHIM Ha [IBX 10% moBTOpHa oIliHKa MOXe OyTH JOIIHHOIO Y pasi PO3BUTKY
HOBUX CHMITOMIB 200 3MiHHM CTaHy MaIl€HTA.

Tabauus pexomenpanii 25 — Pexomenmamii 1moao0 BedeHHS NALIEHTIB 3
ITIONATHYHUMH  TEePeAYACHMMH [UIYHOYKOBUMHM  KOMILJIEKCAMM/IILIYHOYKOBOIO
Taxikapai€ero
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Pexomenpamii

Kuac
peKoMeHaamin?

PiBeHb
JT0KA30BOCTI®

3arajbHi pekoMeHaamii

[Tokxazana perymsipHa omuiHKa QyHKII TUTyHOUKIB
y mamieHTiB 13 HaBaHTaxeHHsMm [IIIK (IIIE)

noHaa 10% 1 HopMalibHOIO (YHKIIIE€I0 UTYHOUKIB
[45, 46]

Y  namientiB 13 IIE/IIT Ta nposiBamu,
HETUIIOBUMHU IS iIIONATHYHOTO ITOXOJKCHHS®,
cma posrmstHyT MPT cepris, He3Bakaroun Ha
ExoKI" B Mmexax Hopmu [69]

IIa

JlikyBanHs

Karerepna aOmsuis, K JIKyBaHHS NEPIIOi JIHI
PEKOMEHI0BaHa JjIsi CHMIITOMATUYHUX TaIlI€EHTIB
3 ymonaruudaumu HIT/TIHIK 3 BTIIII a6o miBux
nyukis? [38, 39, 47]

bera-61okatopu abo nenurigpomnipuanHoBi BKK
MOKa3aHI y CHUMITOMATHYHUX IAI[i€EHTIB 3
iymonatuudaumu LI T/TIHIK me 3 BTIIL a6o miBux
nyukiB [36, 68]

bera-6nokatopu, HenurigponipuanHol BKK abo
(drekaiHin Caig  PO3IJIIHYTH, KOJM KaTeTepHa
a0JsIIIiss HEeJAOCTYyIHa, HebakaHa abo € 0COOJIMBO
PU3UKOBAHOK Yy CHMITOMAaTUYHUX TMAIIEHTIB 3
ymonatnynumu HIT/TTIHK 3 BTIIII ado miBux
ny4kiB [35, 36]

IIa

Cain po3rIsTHyTH MOYKIIMBICT KaT€TEPHOT a0IIsIIii
abo 3aCTOCYBaHHS bnexaininy y
CUMIITOMATUYHUX IIAI[ICHTIB 3 1XIOMMATUYHUM
IIT/ITIIK 1amoro moxomkenns, Hixk BTTII a6o
niBux mydkiB [47, 48, 70]

IIa
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Karerepna abmsiis Moxke OyTH pO3TIISIHYTa IS I8 B
namieHTiB 3 imiomatmyaumu  IHT/IIIIK, vy
0€3CUMNTOMHUX TAI[l€EHTIB 13 IOBTOPIOBAaHUMHU

noHaz 20% I1BK Ha neHb, mij yac ciocTepe:KeHHS
[43, 44]

Karerepna aOnsmiss y BHUNAAKY 1110MaTHYHUAX I C
HIT/IIIK He pekoMeHI0BaHa Y AITeH BIKOM J10 5
poKiB ab0 3 Macoro Tiia MeHie 10 Kr, 3a BUHATKOM
BUMAJKIB, KOJH TONEPEeTHs MEANKAaMEHTO3HA
Tepamist HeedektuBHa abo komu LT €
reMoiMHaMivHO 3HauyIior [40]

Beparmnamis He peKOMEH1I0BaHM JTITSM Bikom 10 1 III C
poky 3 ITIIK/IIT, oco0auBoO SIKIIO BOHKM MAarOTh
O3HAKHU CEpLIeBOi HEIOCTAaTHOCTI abo OJHOYACHE
3actocyBaHHs iHIIHX AAIT [49]

AMIOIapoH, SK mOpenapaT Mepuioi JHII He I1I C
PEKOMEHJOBaHUN TMallleHTaM 3  1110MaTUYHOI0
HIT/TIIK [37]

¢ Briirouarouu, ane He 00MEXYIOUHNCH, JTIITHIH Bik, MOp(doIIorito O1okaan mpaBoi HiXKH my4ka ['ica (BHHHF), SMVT
BI/IIIOBi/Ja€ TOBTOPHOMY BXO/TY.

dPigens mokazosocti C mist VT/PVCs 3 miBux My4KiB

IMUIK (IE), nepenuacHuii nutyHOYKOBUiT KoMIuiekc (uuryHoukoBa ekcrpacuctois; ) LIT/AIIIK, uurynoukoBa
Taxikapist/ nepexyacuuil nurynoukosuii komiuieke; bKK, 6nokarop kanbiiesux kanaiis; BTIIIL, BAHOCHUH TPakT
mpaBoro nuryHouka; AAIl, aHTHapUTMIYHI ITpenapaTi

7.1.2.2. Ilepeduacna kapoiomionamis, 6UKIUKAHA/3A20CMPEHA ULTYHOUKOBUM
KOMNIEKCOM

Busnaerscs BaxkiuBicTh [IIIIK-iHgykoBaHO1 Kapaiomiomnarii, SIK BTOPUHHOI Ta
3BopoTHOi npuumHu auchyHkiii JIII y mamientiB 6e3 CXC [50, 51]. Meanunwmii Ta
cimelinuii anamue3 manienta, EKT" y 12 BiaBegenusix, xonrepicbka EKI' ta ExoKI €
HAapDKHUMU KaMEHSMU OOCTEKEHHS TMAIl€EHTIB 13 MIJ03pOI0 Ha Kap/ioMiomaTiio,
cnpuunHeny [IBX. Kinbka pocmimkens mnokasanu, mo HaBaHTaxeHHs [IIIK e
HANCHIBHIIINM HE3aJIe)KHUM MPEIUKTOPOM Kapaiomionatii, cipuuunaenoi TTIIK [43, 52-
54]. TloBimomisutocst Tpo MiofcHHI KoauBaHHS HaBaHTaxeHHs ITIIK y mamieHTtiB, ski
OPOXOJIUIIM MOHITOPUHT TpOTSIroM 14 nAHIB, aje OUIBIIICTh AaHUX Oa3yeTbcs Ha 24-
TOAMHHUX peecTpamisx [54]. MiHIMaJIbHUM TIOPOTOM JJIsi PO3BHTKY Kapjiomiomnarii,
cpuunHeHoi 1K, e naBantaxxenns INIIK monaiimenmie Ha 10%, 1 pu3uk 1e OibIIe
3pocrae npu HaaHtaxeHHi [IIIIK wa piBHi Outemie 20% [43, 54]. ¥V mnamieHTiB i3
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HaBantaxkeHusaMm [IIIK 10 % cnig 3amigo3puTd 1HOIY €TIONOTiI0 Kapaiomiomnarii Ta
MPOBECTH TMOJajbIlle JIarHOCTHYHE OOCTexeHHs. TakuMm malieHTaM CiliJl MOBTOPUTH
xontepiBcbky EKIT s ominku konmuBanb HaBaHTaxeHHs [IIIK. dakropu, 1m0
nepenbavaroTh Hecnpuatiue pemoxemtoBanHs JIII y mamientiB i3 vactumu TIHIK,
BKItouaroTh BepxHio Bichk [IXIIK, enikapaiansue noxomkenus, HIIT, kopoTimwmii iHTepBan
3YEIUICHHS Ta Y0JI0Biuy cTaTh [54-56, 70].

Yacri MK Takox Moxyts nocwiutu auchyskiio JINI y namienti 13 CXC. Y
takux Bumajakax gucdyskitis JIII moxe O6yru a6o mpsmum Haciiakom IIHIK, sk mpu
kapaiomionarii, cipuuuneniit [1IIK, abo BHacnimok oOMexyBanbHOro BrummBy I1IIK Ha
ONTUMAJIbHY OIBEHTPHUKYJISIPHY CTUMYJISLIIO Y MAI[IEHTIB 3 CEPIIEBOI0 PECHHXPOHIZYIOUOIO
Teparniero. Taki mapamMeTpu, K MEHIIMHN KiHIEBUW miactomiyaui miamerp JIIII 1 meHma
TPUBATICTh  BHYTPIIIHHOTO KoMIwiekcy QRS, MOXyThb JONMOMOITH  BIJIPI3HUTHU
kapaiomionatito, cnpuanaeny [THIK, Bix xapmiomionatii, mocuienoi ITIIK [57]. s
MaLI€HTIB 3 MIJI03pOI0 Ha Kapaiomionartito, cnpuunHeny I[IHIK, cmig posrmsuytu MPT
cepis, o6 BukIounTH MaonoMitHi popmu CXC [33, 58]. V namienra 3 wacrumu ITIHK
HasiBHICTB [I1T" cBiqunTh npo CXC 3 yactumu I111IK, a He Ha Kapi0MiONaTIIO, CIPUYUHEHY
[NIIK, npu skiit [T 3ge6inb1oro BiacyTHs. BpaxoByrouw, 1o, sik noBigomirsuiocs, [TIIK
3 Mopdosoriero 01okaau npaBoi Hixkku mmydka ['ica (BITHIIT) neMOoHCTPYIOTh CHIIBHIIIUN
3B’s130k 3 [1I1I" [59], y nmx mamieHTiB ¢ ocoommuBo po3ristaytd MPT cepris.

Hiarno3 [IIIK-imgykoBaHoi kapjiomionarii MpOTH Kap/ioMiomnaTii, MOCUJIEHOI
[TIIK, MoxHa MIATBEPAUTH JHIIE Micias nokpamieHHs/Hopmanizaiii @BJIII (3BopoTHe
pemojentoBanHs) micis npurHiuenns [HIHK.

Karerepna aGmsamis [MIIK € nyxe epexTuBHOI0, 3 MOKa3HUKAMH YCIIIIHOCTI, 5K
noBigomiigeTbes, 75-90%, 1 BBaKa€ThCsl TEPIIOI0 JIIHIEK JIIKYBAaHHS KapAaiOMiONaTii,
ingykoBanoi T1IIK [43, 52, 53, 55, 60-63, 70]. ®akropu, 110 BILIMBAIOTh HA YCINIIHICTh
roctpoi aOnsiUli Ta KIIHIYHUK pe3ysbTar, BKIIOYAlOTh Micue mnoxomkenHs [IHIK
(maitoinbe qis MK 13 TpakTy BIATOKY), KuibKicTh Mopdosnoriit [TIIK Ta BincyTHICTH
III1I" na MPT cepra [53, 57, 70]. Byno Takok nmoka3saHo, 1o y naiieHTiB i3 CXC kaTerepHa
aouauis yactux MoHomopguux IIIK nokpantye @BJIII y namientiB sk 13 IXC, Tak 1 3
KapaioMionaTisimu 3 a6o 6e3 MPT [52, 60, 64-66]. [ToxioHuM urHOM OYJ10 TTOKA3aHO, IO
BUKOPHUCTaHHS aHTHApUTMIYHUX npenapatiB ais npurdidyenss [IIIK nokpantye ®BJIII. Y
onnomy PKJI amionapon npu3BiB a0 kpatioro npurdidyenHs [IIIK 1 6iyb11oro nokpamieHHs
®BJII nopiBusHo 3 miamnebo [67]. brmokaropu HaTpieBMX KaHAIB TaKOXX MOXYTh
epextuBHo npurniuyBatu [IIIK [68]. B omHoMy mociimkenHi (iekaiHix 3MEHIINB
naBanTtaxxenns [THIK 3 36% mo 10% i npu3siB mo migsumeras GBI 3 37% mo 49% [69].

[loBigommsiocss Tpo  PIAKICHY MOHOT€HETHYHY MPHUYMHY  KapAioMiomarii,
cnpuunnenoi [1IK, sxy HazuBatoTh MyIbTH(OKATEHUMH €KTOMIYHUMH TEpPEeTYaCHUMU
ckopouenHsimu Ilypkiase. Bona xapakrepusyerbcs (enHoruriom DCM Ta HasSBHICTIO
gucnennux [MIK 3 mopdonoriero BITHIIT Ta/abo Gmokanu niBoi HiXKKM myuyka ['ica
(BJIHIIT) 1 miaBumenum puszukom PCC .
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[TaTorenni myranii B reri SCNSA npu3BoAsTh 10 MOCUICHHS (DYHKIIIT HATPI€EBOTO KaHATY,
BiJINOBiJAILHOTO 3a Trinep30ymmBicTh QacuukymnsapHoi cuctemu [lypkinee [71,72].
OOmesxeHl naHl CBiIYaTh MPO Te, IO MALIEHTH 3 MYJIbTH(QOKAIbHUMHU EKTOMIYHUMHU
neperyacHUMU ckopoueHHsIMU [lypkiHbe He pearyioTh Ha OeTa-OJoKaTopH, ajie MOXKYTh
OTpUMAaTH KOPHUCThH BiJ Teparmii diiekainiiom, XiHiguHOM a00 amiogaponom [71-75].

Tadauusa pexomenaaniii 26 — Pexomenaanii moao BeJeHHsl NAalieHTIB i3
kapaiomionariero, cnpuuuHeHoro IHIK a6o kapaiomionariero, 3arocrpenoro INIITK

Kaac PiBenn
PexoMenpamii pexkoMeHaaunin® | moka3oBocTi®
JliarHOCTHYHA OL[iHKA
V namieHTiB 13 HE3 ICOBHUM 3HIWKeHHIM DB 1
HaBaHTaxeHHsaM [ IIIK monaiimenmie ga 10% ciig IIa C

PO3TIISIHYTH MOXJTUBICTh Kap 110MioIIaTii,
cuprunHenoi [THIK [44, 52, 53]

YV  mamientis 13 TIIIK/IIT Ta nposiBamuy,
HETUIIOBUMH IS 1JIOIATHYHOTO ITOXOJKCHHS, ITa B

ciuig posrsiHyty MPT cepus, He3Bakarouum Ha
HopMmaiibHy ExoKT [33, 58]

JlikyBaHHS

[TamienTaM 13 TiJO3PIOBAHOIO Kap.110MIOMATIEIO,
COPUYMHEHOI0O  YaCTUMU  Ta  TEPEBAXKHO I C

MOHOMOP(HUMH [THIK, PEKOMEH,1I0BaHa
karerepHa absmis [43, 52, 55, 60, 61, 63]

VY maimieHTiB 3 KapJiOMIOMNATi€l0, 5Ka, K
M1JI0O3PIOEThCS, BUKIMKAHA BHACHIAOK 4YacTUX 1
nepeBaxHo  MoHomopduux  IIHIK,  cmin
PO3TIISIHYTH MOXJIUBICTh JIKYBaHHS 3 Ila C
BukopuctanHaMm AAII, sikio xarerepHa alisiis
HeOakaHa,  MIJO3PIOETHCSA, IO  BOHA €
BHCOKOPU3UKOBOIO, a00 BUSBUJIACH HEYCIIIIHOIO

[67, 69]
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VY mnarmientiB 13 CXC, y SKUX M1T03PIOETHCS, 1110
nepeBaxkHo MoHoMopdHi yacti [THIK copusitotsh
PO3BUTKY KapjaiomiomaTii, CJiJI PpO3TJISHYTH ITa B
MOXIHUBICTH JiKyBaHHA AAII (amiomapoHom) a6o
poBeJcHHS KaTeTepHoi absmii [60, 64, 65, 67]

Y Tux, xro He pearye Ha CRT 3 uyactummy,
nepeBakHo ~ MoHoMopduumu  TTHIK,  mro
OOMEXYIOTb ~ ONTUMalbHY  OIBEHTPHUKYJSPHY ITa C
CTUMYJISIIIO, HE3BaXaloud Ha (HapMakKoJIOTIYHY
Tepamito, CIiJl PO3TISTHYTH KaTeTepHY aOJISIIIo
a00 Bukopuctanus AAII [66]

#Kmac pexoMeHaaIii.

bPiBeHpb MOKA30BOCTI

[UIK, nepenuacHuii uutyHoukoBuii komiuieke; AAIL anTuapurmiuti npenapati; CXC, cTtpykTypHa XBopoOa cepus;
CRT, cepueBa pecHHXpOHI3yrOUa Tepartis
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https://academic.oup.com/eurheartj/article/43/40/3997/66 75633

7.2 IlepBUHHI eJIeKTPUYHI 3aXBOPIOBAHHSA

7.2.1 InionaTtuyHa QiOpuisiis NUTYHOYKIB

Hiarno3 imionatnynoi (Giopwsmii nuryHoukiB (IDII) craBuThcs ocobam, ski
nepexxunn  P3C, OaxaHo 3 3a0KyMEHTOBAaHOIO (GIOPUIIAIIEI0 MUTYHOYKIB, MICIS
BUKJIIOUCHHS CTPYKTYPHOI, METa0O0II4YHO1, TOKCHYHOI €TI0JIOorii Ta KaHanonaTii [2, 8, 17-
19]. JliarHOCTHYHI TeCTH BKJIIOYAIOTH Oioximiunuii anamni3 kposi, EKI" (B T.4. y BHCOKHX
BinmBenennsx), KT kopoHapHmx apTepiii abo KopoHapHy aHriorpadito, TeremeTpiro abo
xontepiBcbke MoHiTopyBaHHs EKI', HaBanTaxyBanpHuil Tect, ExoKI', dapmakonoriuyne
TECTYBaHHS 3 BUKOPUCTAHHSM OJIOKaTOpiB HaTpieBUX kaHaiiB, Ta MPT cepus [2, 8, 17].
Moske OyTH pO3IIIIHyTE T€HeTUYHE TECTYBaHHS HAa T€HU KaHAJIOMATIN Ta KapA10MiomaTiid, 3
BIPOTIAHICTIO BHsBIAeHHS MyTamiii 3-17% [11, 20, 21]. Moke NOPOBOAUTHCH KIIIHIYHE
00CTEKEHHSI WIEHIB CIM'T MEpUIOro CTYyNEHS CHOPIIHEHOCTI, aje JlarHOCTHYHA I[IHHICTh
[[bOTO € HU3bKOIO. 30KpeMa, BaXJIMBICTh BUSBJICHHS MATTEPHY PaHHbOI perojspusalii y
0E3CMMIITOMHUX POJINYIB € HeBH3HaUEHOO [1, 22].

VY nanientiB 3 IO immnanTanis 1K 3MeHnrye puzuk aputMmiuHoi cMepTi Ha 68%
MOPIBHSIHO 3 amiofapoHoM [ 14, 23-27]. B neKUIbKOX AOCTIKEHHSX 13 CepeHIM MePioIoM
cnoctepexeHHs 5-6 pokis, 21,0-29,6% nauientis 3 DI 3a3Hanu peuuauBy apuT™ii, 1110
BiANoOBIIae mopiyHii yactoti po3psaaiB 1K/ 3,6-5,7%. 3 nux 4,5-17,5% mnauieHtiB Manu
HeaJIeKBaTHUM po3psia [25-27]. s nikyBaHHS TOoCcTpux peruauByrounx po3psaais K]l adbo
€JIEKTPUYHOTO IITOPMY BUKOPUCTOBYIOTH 130MPOTEPEHOI, Bepanamisi adbo XiHiguH [18, 19,
24, 28-32]. Y KINBKOX HEBEJHMKUX MIOCHIKCHHSIX XiHIAMH OyB Oyke e()EeKTHUBHHM Y
3MEHIIIeHHI a00 HaBiTh 3amoOiranHil iHAYKIT O mix yac mporpamoBaHOi €IEKTPUYHOI
ctuMmyJsanii mmyHoukiB [29, 30, 32]. PerpocnekTuBHE MOCHiIKEHHS y 46 MaIli€HTIB
MOKa3aJi0 3MEHIIeHHS cepeAaHboi KuibkocTi pospsiaiB IKJ[ micns modatrky mnpuitomy
XIHIIUHY 3 7,5 po3psaiB Ha maiieHTa npotarom 2,9 pokiB A0 0,9 po3psiiiB Ha Maii€HTa
npotaromM 3,7 pOKiB, 31 3MEHIIIEHHSAM BUHUKHEHHS €JIEKTpUYHUX MITOpMIB 3 36 1m0 3
BUMAJKIB [28].

VYV naumientiB 3 noropHumu emizogamu DI, cnpuunHeHMMH MOHOMOP(PHUMU
PE3UCTEHTHUMHM 10 MenKameHTo3Horo JikyBanHs IHEC, ycnimHo € karerepHa a0usiis
[6, 7, 13, 15, 33-36]. Taki IIIEC nHaifuacTiiie moxoasTh i3 BOJOKOH cucTteMu IIypKiHbeE i
MOXYTh OyTH YCYHEHI 3 BUCOKMM MOKa3HUKOM rocTpoi eektuBHOCTI 87-100% [6, 7, 13,
15, 33-36]. JleranpHe €IEKTPOAHATOMIYHE KApTyBaHHS TAKOXK YACTO BHUABIISIE JIOKAJIbHI
CTPYKTYpPHI1 3MiHH B IITyHOUKax — 62,5% B ogHOMy aochiimkenHi [10].

Tabauuss pexkomMenaaunii 2/ — PexomeHgamii moa0 BeleHHs MNALliEHTIB 3
iniomatuyHo GiOpUIAi€I0 NUTYHOUYKIB


https://academic.oup.com/eurheartj/article/43/40/3997/6675633
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Pexomenpamii

Kuaac
pexoMeHaamin®

PiBenn
J0KAa30BOCTI"®

JliarHOCTHKA

IDII pexoMeHAyeTbCA A1aTHOCTYBAaTH Yy 0CIO,
1o nepeneciu P3C, 6axxaHo 3 TOKyMEHTaIbHIUM
migTBepkeHasiM - DI,  3a  BigcyTHOCTI
CTPYKTYPHOI, MEeTaOOJIIYHOI, TOKCUYHOI1
eTiojiorii Ta KaHajomnarii [2, 8, 17-19]

PexomennoBano MIPOBOJUTH KIIIHIYHE
obcrexxennst (anamue3, EKI' — Bkirowarouun
BUCOKI mpekopmaianbHi  BigBeaeHHs  EKI,
HaBaHTaXyBajdbHUM TecT, ExoKI') uneniB cim'i
NEepIIOro CTYINEHsS CHOPIIHEHOCTI 0oci0 3
imiomatuunoro ®III [8, 12, 22]

I8

VY nauienTiB 3 imionatuyHoro DI moxe OyTu
PO3IJIAHYTO T€HETHUYHE BHU3HAYEHHS MYyTalllH,
MOB'A3aHUX 3 KaHaJIONAaTIIMH Ta
Kap/1ioMionaTisiMu

118

Bropunna npoginakruka PCC ta jgikyBaHHS HIIVIYyHOYKOBHX APUTMIH

[Tpu IDII pekomenaoBana iMrutantarmis IK/]
[14, 23-25]

I

B

[Ipu IDII ngns HEBIAKIATHOTO JHKYBaHHS
CJIEKTPUYHOTO  ITOPMY ab0  MOBTOPHHUX
pospsaiB  IKJ[ cnig  posrasHytH  1HQY3110
130MpOTEepEeHOITy, Bepamamiay ado xiHiauHy [18,
19, 24, 28-30, 32]

IIa

Jns  Tepamii  €1EKTPUYHOIO IITOPMY  abo
peunauBytouux po3psaiB 1K npu IOUI cnix
posrisHyTH XiHiguH [29, 30]

IIa

[Tpu IPDII y mnamieHTIB 3 peUUAUBYIOUUMU
emi3oaMu Olll, CIIPUYUHEHUMU
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MoHomopduoro T, pesucrenTHor0 110
MEUKAMEHTO3HOTO JKyBaHHS, ciia ITa C
pO3MIISIIaTh TPOBENICHHS KAaTeTepHOT aOsiii
JIOCBiTueHUM eiekTpodizionorom [33-36]

aKac pexomeHanii.

bPipenn 10Ka30BOCTI

[®1, inionariyuna dibpusuis nurynoukis; G, ¢pidbpuisiuis nurynoukis; 1K/, immiuanToBanuii kapaioBeprep-aediopuisTop;
T, nuryHoukoBa Taxikapis

7.2.2 Cunopom nooosoicenoeo inmepgany QT (LOTS)

LQTS xapaktepu3yeTbcsi TOAOBXKEHHAM iHTepBay QT Ta NUIYHOYKOBOIO
TaxiKap/i€l0, BUKIMKAaHUMH TEPEBAXKHO aJpeHEpriuHoo aktupalliero. CepenHiil BIK Ha
MOMEHT BCTaHOBJICHHS JlarHOo3y cTaHOBUTH 14 pokiB. Illopiuna uacrora PCC vy
0e3CMMITOMHUX MamieHTiB 3 HelikoBaHuM LQTS cranosuts menire 0,5% [1], Toai sk y
TaKUX MAIIEHTIB 3 CHHKOIIE B aHaMHE31 16l TOKa3HKK 3pocTae mpuodau3Ho 10 5% [37].

VY namienTiB 3 LQTS Oynu BusiBneH1 pijakicHi mytauii 17 reniB. OqHak, IpUYHMHHO-
HACJTIIKOBHH 3B'S30K JIJIS JCSKUX 3 HUX MiJTa€Thes CyMHIBY [4]. be3nepeynnmu reHamu €
Ti, MyTaiii sskux BukiukaroTh LQTS, LQTS; ta LQTS;3: rean KCNQ1, KCNH2 1 SCNSA.
BianoBinHo, reHHO-cieM(pIYHUMU Tpurepamu Mg pizHux BapianTiB LQTS € ¢izuuni
BrpaBu (LQTS;), emomiitnuit ctpec (LQTS2) ta con (LQTS3). 'eHeTnunMii CKpUHIHT
BUsBIsie myTaiilo y 75% BumnankiB LQTS, a mi Tpu ocHOBHI reHu cTaHoBIATH 90%
MO3UTHUBHO FCHOTHIIOBAHUX BUMAJKIB [5].

VYei migrunu LQTS MokHa 3rpynyBaTH HACTYITHUM YHHOM:

1. Ayrocomuo-nominantHuit LQTS 6e3 mo3acepiieBux mposiBiB (mommupeHicts 1 Ha 2500).
2. Aytocomuo-nominantHuii LQTS 3 mo3acepiieBUMu nposiBamu, 110 BKIIIOYAE:

(a) - Cunapom Anpnepcena-Tapina (LQTS7), Axuii Bce yacTilie po3rsSLIAEThCS, SIK
camocTiliHe 3axBoproBanus [39, 40].

(B) - Cunapom Timoti (LQTSs), 1o xapakTepusyerbes Moa0BKeHHAM iHTepBaty QT,
CUHIAKTUJIIEI0, CEpUEBUMH BaJaMH, po3jaJaMH ayTHYHOIO CIEKTPY Ta Au3MOp(izMoM
[41].

3. AyrocomHo-penecuBamii LQTS (cunapom JIxkepseria ta Jlanre-Hinbcena), 1o moeanye
eKCTpeMajibHe mogorkeHHs inTepBany QT 3 BpomkeHoro riryxotoro [42].

[Is Tpyna excmepTiB MiATBEpAWSA MIarHOCTUYHI KpUTEpli, 3ampONOHOBaHI Yy
norepeaHii Bepcii HactanoB: QTc >480 Mc abo mokasuuk pusuky LQTS >3 [43] (Ta6u. 4)
st kimiHigHOoTro fMiarHo3y LQTS (Puc. 13 i 14). 3a HassBHOCTI apuTMOTEHHOT'O CHUHKOTIE 200
P3C, QTc >460 mc € gocratHiM i BcTaHOBieHHS niarHo3y LQTS. Buxnukom mis
KIIHIIUCTAa € BU3HAYCHHS TpUBAIOCTI iHTepBay QT vy mMali€HTIB 3 MHUPOKUMHU
komriekcam QRS  (Hampukiaz, 3a HAsSBHOCTI NIIYHOYKOBOT KapIOCTUMYIAIII abo
nedeKTiB ILTyHOYKOBOI MpoBinHOCTI). g uporo Oyna 3amponoHoBaHa (opmyina, sika
kopurye omiHky inTepBany QT 3a tpuBamictio QRS [44]. [Tix yac BUMiprOBaHHS iHTEPBATY
QT, nns miarHoctuku LQTS Moxe OyTM KOPUCHMM IIBHJKE MEPEMIIICHHS MallieHTa 3
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JIeKAYOTO TMOJIOKEHHs y BepTukanbae [45]. [IpoOy 3 eniHeppuHOM HE PEKOMEHIYETHCS
BUKOPHUCTOBYBATH, SIK pyTHHHHIA 11arHOCTUYHHUH 1THCTPYMEHT, OCKUIBKH 1i BIATBOPIOBAHICTh
e momipHot [3]. Ilamienram 3 kmiHiuHuUM niarHo3om LQTS pexoMeHayeTbes mpoiiTu
reHeTUYHE KOHCYJIbTYBAaHHS Ta TECTYyBaHHS y CIIELIalli30BaHUX IEHTpax, M[00 OTpUMATH
JKyBaHHS 3 ypaXyBaHHSIM I'€HOTHUITY Ta BUSBUTU POJAUYIB y TpyIi pu3uKky. Poaudi 3 reHHOIO
MyTali€eto, ane 6e3 momoBxkeHHs iHTepBany QT, Bce ogHO oTpumyroTh miarHo3 LQTS,
OCKUIbKM BOHHU MiJar0Thes pusuky BuHUKHeHHs LT, xowa 1 pigme, HDK ¢GEHOTHII-
O3UTHBHI mamientu [46].

Vi mamienty 3 LQTS oTpumyroTs pekoMeHAaIli 1MoA0 YHUKHEHHS TIMOKaieMii,
puioMy Iperaparib, 110 MOAOBXKYIOTh iHTepBal QT, Ta reHoTUI-cienu(IYHUX TPUTEPIB
[47-49]. Bera-6mokaTtopu TakoX peKOMeHay0ThCs yciM narientam 3 LQTS. HecenekTupHi
OeTa-0JI0KaTOpU HAJIOJIO0J 1 MPOMPAHOJION MaloTh OUIbIIY €(EeKTHUBHICTh y 3HMKCHHI
aputmiunoro pusuky mpu LQTS [46, 50-52].

Komenmap pooouoi zpynu: cmamom na 01.07.2024 p. nikapcokuii 3acio 3
MIHCHAPOOHOIO0 HENAMEHMOBAHOIO HA368010 HAOOI0N 8 YKpaiHi ne 3apeccmposanuii

Jns  1HOMBiAyadbHOI OLIHKM PHU3HMKY ITOBMHHI OYTH BHUKOPUCTaHI KJIIHIYHI,
eleKkTpokapiorpadgiyHi Ta reHeTu4H1 nokasHuku [1]. HemomaBHno Oyna 3ampomnoHoBaHa
cTpatudikailisi pu3uKy Ha OCHOBI TpuBaniocTi iHTepBany QT Ta reHoTuIry, siki IHTErpOBaHi
10 kanbkysstopa pusuky LQTS (1-2-3 LQTS Risk Calculator) [53] Ta6.1. 6.

Ta6auus 6. MoaudikoBanuii fiarHocTHYHMA KaJabKyJasaTop pusuky LQTS

3Haxigkn Bbaan
EKT QTc >480 Mc 3,5
=460-479 mc 2
=450-459 mc (40JI0BiKH) 1
>480 Mc Ha 4 XBWJIMHI BITHOBJICHHS MICIIsSI
HaBaHTaXXyBaJIbHOI'O TECTY 1
Torsade de pointes 2
Anbtepanis 3yous T 1
3a3yOpennii 3yoens T y 3-X BiiBeJeHHIX 1
YCC meH11a 3a BIKOBY HOpMY 0,5
AHaMmHe3 Cunkorie [Ipu ctpeci 2
VY cnokoi 1
Cimeitnumii Unenu poaunu 3 niareepkeHum LQTS 1
aHaMHes Besnpuunnna PCC y Bini 10 30 pokiB y pifIHEX TEPIIOTO CTYEHS 05
CTIOPiTHEHOCTI
I'enetnuni tectu | [laTorenna myrariis 3,5

Hiarno3 LQTS 3 6aiom >3.



152

avR

avL

aVvF

S~ il

it SO | T BTS2 S | S el

@ESC

- J
Puc. 13. EKI' cungpoM nogoB:keHoro intepsaay QT Ta mutyHoukoBoi Taxikapaii Tumy «torsade-de-

pointes». (A) Xapakrepuctuku EKI" npu Tppox ocHoBHux (enotunax LQTS. (B) INpuxnax Torsade-de-pointes y
narfieHTa 3 Mytaiiero B TeHi SCNSA

KopHucHICTh TEHETUYHOTO TECTYBAaHHS IMiATBEPIKYETHCS HEOOXITHICTIO YHUKHEHHS
FeHOTUI-CTIEUN(DIYHUX TPUTEPIB Ta BUKOPUCTAHHSAM MEKCWIETUHY SIK TE€HOTHII-
cnenudiunoro gikyBanHs LQTSs, sxuii 3Menmrye tTpuBaiicts inTepBairy QT Ta KUIbKICTH
aputMiuanX nofAii [54]. Caix 3a3HaunTH, 1m0 pi3Hi MyTarlli B TeHl SCNSA 1eMOHCTPYIOTh
PI3HY peaxilifo Ha MEKCUJICTHH.

Hanpuknaza, okpemi MyTallii, BUSIBJICH1 y MalII€HTIB, IK1 HE pearyroTh Ha MEKCUJIETHUH,
MOKa3aJIi BIAMIHHUH eNeKTpodi310JI0TUHUM NMPod1Ib IpHU JOCIIKEHHI 1n vitro [55, 56].
Kpim Toro, y Bunmaaky MyTariii, siki BUKJIMKaIOTh MEPEXPECHI CUHJIPOMH, MEKCUJIETUH HE
1HayKye miaiiom cermenta ST, Ha BiaMiHy Bij (uekainigy [57].
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Puc. 14. 3minn EKI' npu wmBuakiid BepTHkKajizauii Ta aasTepHaunis 3youst T y nauieHtiB i3
cunapomoM noaos:keHoro intepsany QT. (A) 3mian EKI mig wac tecty y manienta 3 LQTS 3 myrauiero rena
KCNH2 (p.S818L), migsumennas YCC acoritoerbest 3 MeHIIOW agantaimieto intepsany QT. (B) AnbrepHoBaHMIA
3yoenp T y wonoBika 3 mytamieto rena CACNA1C

BpaxoByroun HeBu3HaueHy poib Oera-OmokatopiB y LQTSs3, Hemae >xomHuX
BKa31BOK MO0 TOTO, YW CJiJ MpU3HAYaTH MEKCWJICTHH, SIK CaMOCTIHHY Teparito, 41 B
KoMmOiHarlii 3 0era-01okaropamu. BpaxoByrouu, 1110 J1esiki F€HETUYHI BapiaHTH MOXXYTh HE
pearyBatTi Ha MEKCHWICTHH, Tepe/l NPU3HAYCHHSM TPUBAJIOTO JKYyBaHHS JOIUIHHO
MPOBECTH TMEpOpaIbHE TeCTyBaHHA, MO0 mepexoHatucs, mo QTc ckopodyeThes sk
MiHimyM Ha 40 mc [54].

Oco0u, 1o nepenecnu P3C, MaroTh BUCOKHM pU3HK 11 TOBTOPEHHSI, HABITh 32 YMOBHU
npuiiomy Oerta-6mokatopa (14% mnporsarom 5 pokiB Ha Tepamii), [0 MIIATBEPIKYE
notiibHICTh iMmutanTanii IK/] y Takux mamientiB [58]. ImmnanTaris IK/] Takox mokasana,
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KOJHM HE3BAXAI0UM Ha ONTHUMAJbHY (papMaKoJOTIYHY TEpamiio y Mall€eHTa BUHUKAIOThH
cunkorne ta/abo LT, ockibku CHHKOMANBHI CTaHU aCOIIIOIOTHCS 3 M1ABUILIEHUM PU3UKOM
[59, 60]. Kinku 3 LQTS, ocobnuBo 3 LQTS,, Mai0Th MiABUIICHUN PUZUK PO3BUTKY
apuTMIl 1] 9ac BariTHOCTI 1 0COOIMBO TIPOTATOM MEPIIOTO POKY Mics moJoriB [61].

be3cuMnToMHI HOCIT TEHHUX MYyTalliii MalOTh HU3bKHM, ajie¢ HE HEe3HAUHUN PHU3UK
CEepLIEBUX MO, 1y L1H TPYII MALIE€HTIB CIiJ PO3TISTHYTH BUKOPUCTaHHS O€eTa-0JI0KaTopiB
[62].

Cumnarnuna npenepmaiis miBux Bigaune cepust (CHC) pekoMeHayeTbes IS
MPOBEJICHHS Y CUMITOMATUYHUX, HaBiTh Ha (PoHI mpuitomy OeTa-0Ji0KaTOpa, MAIlIEHTIB,
koau iMmianTtamnis IK/[ mpotunokasana abo Hebaxkana, ado y HociiB IK/I, siki 3a3HarOTh
YUCJIICHHUX WIOKIB Ha (oHi mpuiiomy Oera-Omokaropa. IloBimommsersca, mo CJC,
0COOJIMBO KOJIU BUKOHYETHCS TOPAKOCKOMIIYHO, € Oe3meyHoro Ta epexkTuBHOIO [63], m00pe
MEPEHOCUTHCS TalleHTaMUu [64] Ta HE Mae HEraTWUBHOIO BIUIMBY Ha (DYHKI[IOHYBaHHS
CEpLEBO-CYAMHHOI CUCTEMHU [65].

OpnHak, OCKUIbKM YCKJIQJIHEHHS BCE K TPAIULIIOThCS, 1 Yy TOJOBHUHU MAIll€HTIB
BUHHKAIOTh peunauBu micis npouenypu, CIC He € anbrepHatuBoro IKJ[ 115 nanieHTis 3
BUCOKUM pu3uKoM [66]. [Ipodinaktruna immantamis IK/[ Ha 1ogaTok 40 ONTUMANIBHOI
MEIUKaMEHTO3HO1 Teparii Moxe po3msiaatucs y OezcumnrtomMHux LQTS maiieHTiB 3
BHCOKHM pu3HKOM 3TimHO 3 1-2-3 LQTS Risk Calculator [531]. E®/] 3 mporpamoBaHoO
CJIEKTPUYHOIO CTUMYJIAIIEI0 HE € KOPUCHUM i cTpatudikamii puzuky npu LQTS [67].
Puc. 15 imocTpye aaropuTM BEICHHS MAlI€HTIB 13 CUHJIPOMOM TOJIOBXKEHOTO 1HTEPBAITY

QT.

Tabéauus pexomenaauiii 28 — PexoMenaauii o/10 BeJJeHHsI MALIEHTIB i3 CHHAPOMOM
NoA0BkKeHOoro intepBaay QT

Kanac PiBenn
PexoMmenmpamii pexkoMeHaamin® J0Ka30BOCTI®

JiarnocTtuka

Pexomennyetbcss  miarHoctyBatu  LQTS y
namieHTiB 3 cumnroMamu Ta QTc >480 Mc Ha | C
noBTopHux  12-kananmphux EKI, abo vy
0€3CMMTOMHUX TAIlI€HTIB MPU MOKA3HUKY > 3
OatiB 3a mkanorw crpatudikarii puzuky LQTS
[Tamientam 3 kaiHIYHO AiarHOocToBaHMM LQTS | C
PEKOMEHAYEThCSI TEHETUYHE TECTyBaHHS Ta
Tr€HETUYHE KOHCYJIbTYBaHHS




155

Pexomennyethes aiarHoctyBatu LQTS y pasi
HassBHOCTI TATOT€HHOI MyTarlii BiJMOBIIHUX
I'CHIB, HE3aJIEKHO BiJ TPUBAJIOCTI I1HTEPBATY

QT

Hiarno3 LQTS cnig po3risaati 3a HassBHOCTI
QTc >460 mc 1 <480 mc Ha moBTOpHUX 12-
kaHanbHUX EKI y mari€eHTiB 3 apuTMOTeHHUMHU
CHUHKOII€ 3a YMOBH BIJICYyTHOCTI BTOPHMHHHUX

npuduH mogoBxkeHHs iHTepBay QT [58, 68,
69]

Ila

Pytunne  giarHOCTMYHE  TECTyBaHHS 3
BUKOpUCTaHHAM ajpeHamny npu LQTS ne
pekoMeHayeTbes [3]

Komenmap pobouoi epynu: midicrHapooHa
HenameHmoBana Hasea JIKAPCbKO20 3aco0y
AOpeHain - eniHe@pun

3arajabHi pekoMenaamii moxao npoginakruku PCC

[Ipu LQTS pexomMeHn0BaHO HACTYITHE:

- YHUKAaTH [penaparis, 0 HOI0BKYOTh QT¢ .

- YHUKaTH Ta KOPEryBaTH pPO3JaJu
€JICKTPOJIITHOTO OaJIaHCY.

- YHHUKAaTH F€HOTUI-CIIeNU(IYHUX TPUTEPIB

[49]

[Mamientam 3 LQTS 13 3amoxymMeHTOBaHUM
noIoBkeHHsIM 1HTepBany QT pekomeHma0BaHO
MIpUOM OeTa-6110KaTOPIB, B 1Iean
HECEJIEKTUBHUX (HA10JI0J1 200 IPOIPAHOJION), 3
METOI0 3HUKEHHS PU3HMKY ApPUTMIYHHX IOJIH

[46, 51, 52]

[Mamientam 3 LQTS3 Ta mogoBKEHHSM 1HTEpBAITY

QT pexoMeHIOBaHUN MPUHOM MEKCUIIETUHY
[54]

Y  mamieHTiB 3 TATOTCHHOK — MYTAITIEI0
cnenu(ivHNX TeHIB Ta HOPMAJIBHUM 1HTEPBAIOM
QTc cmin posrasaatu npuiiom Oera-0JI0KaTOpiB

[1]

Ila

Crparudikauis pusuky, npodinakruka PCC Ta JiKyBaHHA HIIyHOYKOBHX

apuTMii
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[Tamientam 3 LQTS, mo nepexwm P3C, na
IOMaTOK 10 Tmpuiiomy  0Oera-010KaTopiB
pexomentoBana imrutanTamis 1K/ [58, 59, 68,
69]

ImmmanTtamnis IK/[ pekomeHaoBaHa malieHTam 3
LQTS, saxi orpumyioTh Oera-0iokatopu Ta
TCHOTHIT-CTICIIM(IYHY Tepario, aje MaioTh
CUMIOTOMATUKy Ha ¢oHI mnpuilomy Oera-
OJ0KaTOpPIB

CumnaTtuyHa JeHepBallil cepls IOoKa3aHa

[ari€HTaM 3 CUMIITOMAaTUYHUM LQTSd, KOJIU:

- tepanis IK][ npoTumnokaszana abo BIIXUICHA;

- nauient 3 IK]/ nmpuitmae 6era-010kaTopu Ta
TEeHOTHI-CIICU(IYHI TpernapaTy, ajie Mae
MHOXMHHI IIOKHM a00 BTpayae CBIIOMICTb
BHacigok Bunukaenus LT [16, 63-65]

ImmmanTamis IK/[ abo cummarudna geHepBaltis
CepIlsl MOBUHHI PO3TJISAIATHCS y TAIi€HTIB 3
cumrnromatnaauM  LQTS, komu  Oera-
0JIOKaTOpH Ta FeHOTHUII-CIIeHn(IYHA Tepamis He
NepeHocIThcsl abo B  €(PEeKTHUBHUX J103ax
MPOTUIIOKA3aH1

lla

[Ipu LQTS, mepen modaTtkoMm Tepamii Cirija
PO3TIIIHYTH MO>KJIUBICTh PO3PaAXyHKY
ApUTMIYHOTO PU3HMKY HA OCHOBI T'€HOTHUITy Ta
tpuBayiocTi iHTepBay QTc [46]

lla

Immnantamis  IKJ[ Moxke po3risgatuch y
o6ezcumnTomMHux namieHTiB 3 LQTS Ta BUCOKUM
piBHEM pPHU3UKY (3TAHO 3 KaJIbKYJISITOPOM
pusuky 1-2-3 LQTS) Ha mogaTok 10 T€HOTHII-
cnenuiyHoi  MEAMKAMEHTO3HOi  Tepamii
(Mexcuierun y martientiB 3 LQTS3) [1, 6, 53,
54]

I1b

IaBa3uBHE enekTpodi3iooridyHe TOCIIIKESHHS
npu LQTS ne pexomenmoBano [67]

aKac pexoMeHarii.
bPigeHs MOKA30BOCTI
‘http://www.crediblemeds.org

dApuTMiuHNMii cHHKOTIE 260 TEMOMHAMIUHO HemepeHocuMa BA
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7.2.3. Cunapom Anjaepcena-Tagsina 1 Tumy

Cungpom Annepcena-Tasina 1 Tumy, sikuii Takoxx kiacudikyerbes sk LQTS, €
pinkicauM 3axBoproBaHHsAM (1:1 000 000), mo XapakTepu3yeTbcsl TphOMa OCHOBHUMH
cumnromamu: yactoro 1T (wanpuxnan, npoHampasieHa IIT), musmopdismu Ta
nepiognuyHumMu mapaiidamu [70-73]. Myrtamis B reni KCNJ2 cnpuunHsie ckopiiie
30uTbIIeHHS aMIntiTyan 3yous U, HiK mnomoexkeHHs iHTepBany QT [70, 73-76].
Henputomuicte abo 3amokymentoBana [T acouitoeTbcss 3 3arpo3or0 Ijsl SKUTTA, 1
JOCIIJKEHHST TMOoKa3ajno, 1mo y 7,9% Takux Nalle€HTIB ICHYye S5-piuHa HMOBIPHICTh
BUHHUKHEHHS reMoauHamMigHo 3HauuMoi LT [73]. V nmartieHTiB 13 CTIHKOIO TEMOIUHAMIYHO
snauumoro LT a6o P3C, pexomennyerbes imrutantauia K [70, 73]. dnekainin ta/abo
OeTa-010KaTOPH, CXOXKE, 3SMEHITYIOTh BiporinHicTh BuHUKHEHHS LT [70, 76, 77], Tomi sk
aMiOJIapOH MOXE€ MAaTH MPOAPUTMOTCHHHUH e(EeKT 1 MOBUHEH MPU3HAYATUCh TUIBKU 3a
ymoBu HasBHocTi IKJ[ [73]. VYV namieHtiB 13 cuHKOme Ha (HOHI ONTUMAIBHOI
MEIMKAMEHTO3HOi Tepamii cni po3naHyTd imiutadtamito IKJ[ abo merneBoro
peectparopa [73].

7.2.4. Cunapom bpyraga

[Tatrepn EKI" tuny bpyraga 1 mpu cunapomi bpyraga (BrS) xapakrtepusyerbcs
nigiiomoM Touku J > 2 MB 3 migiiomom cermenTa ST Ta iHBepciero 3yOust T npruHaliMHI B
OJIHOMY MpPaBOMYy IpeKopiagbHOMY BiaBeAeHH] (V1 abo V3), po3TalloBaHuX y Ipyromy,
TpeThoMy ab0 ueTBeproMy Mixkpedep'i (Puc. 16). [TarrepH Moxe, Ik BAHUKATH CIIOHTAHHO,
Tak 1 OyTH 1HAYKOBaHWUM BIUIMBOM IIpEMapariB, 110 OJOKYIOTh HATpl€BI KaHaiu, ado
auxoMaHkow [2, 9, 79-84]. OOOB'A3KOBO CiJ BUKIIOUMUTH IHIINI CTaHHU, SIKI MOXYTb
nosiciuTu Taky kaptuny EKI" — Ttak 3Ban1 peHoxomii [85].
Cunnpom bpyrama miarHOCTYEThCS y TAIll€HTIB 0€3 1HIIMX CEPIEBUX 3aXBOPIOBaHb 31
crioHTaHHUM BUHUKHEHHsM mattepHy EKI tumy bpyranga 1, He3aieHO BiJl CUMITOMIB,
yepe3 Moro piKICHICTh Y 3aralibHii MOMYJIAIII Ta pU3MK AJis *KUTTA [9, 85, 86].
[Tarrepn EKT" tuny bpyrana 1 Takox mosxe OyTH 1HAYKOBaHHM MPU3HAYEHHSIM IIpemnaparis,
10 OJIOKYIOTh HATPI1€BI KaHAJH, B SIKOCTI IIarHOCTUYHOTO TECTY Y MAIIEHTIB 3 M103POI0 Ha
npuxoBany ¢popmy BrS, ane 6e3 cnontannoi EKIT™ 1 tumy [2, 9, 79, 84, 87-91].
Opnnak, mnpoBokaiis mnarrepHa EKIT meaumkamenTtamMmu a0 JIMXOMAaHKOKO € MEHII
cnenupiuHUM, HDK BBaKaJIOCS paHille, 3 BIPOTIIHICTIO BUHUKHEHHS y 2-4% 370poBUX
JIIOJIEH 1 111€ BUIIOIO MOIIUPEHICTIO Y mallieHTiB 3 AB-By3noBoro re-entry taxikapiero ado
JIOJIATKOBUM IILISIXOM MIPOBEJICHHSI, sIK IOKa3aHO y OJTHOMY J0CHiKeHH] [83, 84, 92].
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Puc. 15. Anroput™m BeJleHHS NALI€HTIB 3 CHHIPOMOM IO/10B:KeHOr0 iHTepBaay QT
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Tadauusa pexomenaamiii 29 — PexomeHaaunii moao BeleHHs1 NAaUI€HTIB i3

cuHApoMoM AHjepceHa-TaBiia

- BupaxkeHi 3youi U 3 moaoBxkeHHsM 1HTepBainy QT
a0bo 06e3 HBOTO,

- TBOHarpasieHi Ta/abo momimopdui LHIEC/IIT,

- Tu3Mop(hiuHI 03HAKH,

- Iep10IMYHI NTapatiyl,

- matorenna myrtaitis reaa KCNJ2 [70, 71,73, 74, 78]

Kaac PiBenn
PexoMmenpamii pexoMeHaamin® 10Ka30BOCTI®
JiarnocTuka
[TamieHTaM 3 MIZO3pO0 HA CHHAPOM AHJEpCceHa- | C
TaBima 1 TUOy pEKOMEHIYETbCS TEHETHYHE
tectyBanns [70, 73]
Cungpom Amnzaepcena-Tapina ciin po3risaatd y
NalieHTiB 0e3 CTPYKTYpHOI TMAaTOJOrii cepIi, SKi
MaloTh MPUHAWMHI JIB1 3 HACTYITHUX O3HAK:
la C

Crparudikauis pusuky, npoginakruka PCC 1a Jgik

BAaHHS LUIYHOYKOBHX APUTMIiH

ImmnanTamis  IKJ[ pexkomenmoBaHa mallieHTam 3
cunapoMoMm Amnnepcena-Tasina micas P3C abo 3
reMOIMHAaMIYHO 3HauuMoIo ctitikoro 1T [70, 73]

C

VY mnamieHTiB 3 cuHApoMOM AHjepceHa-TaBuia st
nmikyBanHs IIIA cnig posrinsHytH mnpuiiom Oerta-
Os10kaTopa Ta/abo Quiekainiay (3 areTazoaamiioM abo
0e3 uporo) [70, 76]

Ila

VY marieHTiB 3 cuHApOMOM AHJepceHa-TaBina Ta
HEYTOYHEHUMH  CHHKOIIE CHia  pO3rIAIaTh
BUKOPHCTAHHS METJIEBOT0 peecTpaTopa.

Ila

VY mnarienTiB 3 cuHapoMoM AnHjepceHa-TaBina, siKi
MaloTh B aHaMHE31 HEyTOYHEH1 CMHKOIE, a00 MaloTh
CTiiky no6pe mnepedocumy [T, wmoxe OyTtu
posrisiayTa iMrutanTaris K/ [73]

b

aKac pexoMeHarii.
bPigeHs MOKA30BOCTI

LT, mynoukoBa Taxikapuis; IKJ], immianToBanuii kapaioBeprep-aediopuisTop

Ha nymky wi€i rpynu ekcniepTiB, inaykoBana kaptuna EKI Tuny bpyrana 1 Bumarae
MiATBEPKCHHS! 1HITUMHU KITIHIYHUMH O3HAKaMH, TAaKUMH SIK 3aokymeHToBaHa [IIT/®DIII,
apUTMOTEHH1 CHHKOIIEe a00 BIAMOBIIHUIA CIMEHHHI aHAMHES3.
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Pe3ynbTaTUBHICTh TEHETUYHOTO TECTYBaHHA Yy TalieHTIB 3 BrS cranoButh
npuommzHo 20%, 1 ren SCNSA € e€quHUM TEHOM, SIKHA Ma€ JOKa30BHM 3B'S30K 3
CHUHIPOMOM JUIS IiJICH KiiHigHOTO TecTyBaHHsA [86]. B ciMm'sx 3 myTariero SCNSA iHoi
CIIOCTEPIraeThCs  HEBIAMOBIAHICTH (EHOTHIy Ta TEHOTHIY, IO TOACHIOETHCSA
HEOJIHAKOBUM BIUTMBOM MYTAIliil PI3HOTO CTYMEHS Ta MOJIT€HHUM PU3UKOM, OTPUMAHUM
Ha OCHOBI T€HOMHHUX acoriaTHBHHX aociimkeHsb [85, 93]. HemoaaBHo oTpuMaHi maHi
TaKOX MATBEP/KYIOTh HOTO MOTEHIIIAJ JIJIsl TPOTHO3YBaHHS [94,95]

[IcuxoTpomnHi mpenapatu, OKpeMi aHTHAPUTMIKH, TIpenapaTu JIjisi HAPKO3y, KOKaiH,
HaJMipHE BXKMBAHHS aJIKOTOJIIO Ta JJUXOMAHKa € MOTEHIINHUMU (PaKkToOpaMH, 1110 MOXKYTh
normuoutu narrepH EKI' tumy bpyranga 1 Ta cnpoBokyBatu ®III [9]. Pusuk penuaupy
OUI cepen mamientiB 3 BrS, mo nepexunu P3C, cranoButh 48% npotsarom 10 pokis.
Immutanramis IK/] nokazana namientam 3 cumntomatuaauM BrS, siki nepenecnu P3C abo
MalOTh 33JI0KyMEHTOBaHY crioHTaHHy cTiky [IIA (Puc. 17) [86, 96-100].

[Tpubnu3Ho TperuHa maiieHTiB 3 BrS maroTh cunkone [101]. Pusuk aputmiuamnx
noaiil y BrS nanieHTiB 3 HEyTOUHEHUMHU CUHKOIIE B 4 pa3u BULIHH, HIXK Y 0€3CHMITOMHHUX
[96-98, 100, 102]. [leranpHuii aHaMHe3 TaIli€HTa, BKIIOYAIOUYW BIJICYTHICTH aypu abo
cnenupiIYHUX TPUTEPIB, MA€ BAXKIIMBE 3HAUEHHS JIJIs1 PO3P13HEHHS ApUTMOT€HHOTO CUHKOIIE
BijJl HeapuTMOTeHHOro. [IpoTe, eTioiorito cuHKOIEe Bakko BU3HAUYUTU Y 30% MailieHTiB 3
BrS. V HeBenuMKMX JOCHIJKEHHSX AapuTMis, BHUSBIEHAa 3a JOINOMOIOK METJIEBOIO
peecTparopa, 3MiHIOBaja TaKTUKY JiKyBaHHS y 20-36% BrS maiieHTiB 3 HEyTOUHEHUMHU
cunkore [103-105].

be3cuMnTOMHI MaliEHTH CTaHOBJATH OUIBIIICTH CEpENl BIEpINE JA1arHOCTOBAHUX
narieHTiB 3 BrS 3 yacTororo BUHMKHEHHsA apuTMiuHuX mnomii 0,5% na pik [106, 107].
Crpatudikaiis ix pusuKy 3aJUIIAETHCS CKIaAHUM 3aBnanHsIM. Criontanuuit nattepa EKT
tuny bpyrana 1, a rakosx iaum mapkepu EKT, Taki sik panHs penosisipu3zaitisi 1 pparMeHTaris
QRS, acouiroroThes 3 BUIKUM pu3ukoM [86, 98, 108, 109]. [esxki 3 HUX Oyyiu BKJIIOYEHI J10
KAJIbKYJISITOPIB PU3HMKY, XOYa iX KOPHUCHICTh Y MAI[€HTIB 3 MPOMIKHHM PHU3HKOM
saymmiaetbesi HU3bkorw [110, 111]. Kopucuicte mnpoBeaenus E®dJ] mochimkeHHs
3QIMIIAETHCS CyNepewINBOI0. baratoleHTpoBHil 00'€JHaHMI aHaTI3 MOKa3aB, 110 1HIYKIIIs
criikoi T minx vac E®J Oyna moB'a3aHa 3 MIJBUILIEHUM PHU3UKOM CIOHTAHHOIO
BuHukHeHHs1 1T y wmaiiOyraboMmy. Opnak, iHaykoBadicTe LT Oyna mnos'szana 3
MOTEHI[IHHO KJIHIYHO 3HAYyIIMM PE3yJbTaTOM JMIIe y OE€3CMMITOMHHUX Mall€HTIB 31
cnontanHuM narrepHom EKT tuny bpyrana 1.

VY Bunanky peruauByrodnx po3psaiB IK npu ®III, xinigun abo kateTepHa a0sIis
OyJM YCHIINIHUMHE Y 3MEHIIICHHI YacToTH po3psaiB [28, 112, 113]. Iudy3is 13onporepeHory
MOKE TPUTHIYYBATH eJeKTpudHuU mTopM [114]. ¥V KIIbKOX HEBENHKUX JOCITIIKEHHSIX
X1H1IUH OyB €(EeKTUBHUM y 3MEHILEHHI a00 HaBITh 3an00IraHHI 1HAYKIIT apuUTMii MiJ] Yac
MPOrpamMoBaHoOi eJIeKTPUIHOI cTUMYyJIsii cepiis [28, 112, 113]). Ognak, y 37% mnaiieHTiB
MOXXYTh BUHUKATH MOOIYHI €(pEeKTH XIHIJIMHY, B 3B’SI3Ky 3 UMM XIHIJIMH HEJAOCTYIHUHN Y
O0aratboX KpaiHax. AJBTEPHATUBOI XIHIJIMHY MOXe OyTH uumiaocta3on (1HrioiTop
dochoniectepasu-3) [114].
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Puc. 16. TunosBi npukiaamum (A) marrepny EKI' tumy Bpyraga 1 ta (B) EKI' 3 panHbOIO

penoJisipu3anicio
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Puc. 17. YacTuHa nepiua. AJIropuT™ BeJeHHsl NauieHTiB 3 natepHoM bpyraga na EKI'
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Puc. 17. YacTuHa 1pyra. AJropuT™ BeJleHHS NalieHTIB 3 natepHoM bpyrana na EKT’

Jani enexTpodi3ioNoriyHOro KapTyBaHHsS, CYMICHO 3 TICTONATOJOTTYHUMU
JNOCIIUKEHHSIMU, CBIJY4aTh MpO Te, IO HASABHICTh EMIKapIiaJbHOTO (PiOPO3HOIro
apUTMOTEHHOT0 CyOCTpaTy B BUXIJTHOMY TPaKTl IPABOro NUIyYHOUYKA BIJAMOBIIAE 32 MiAHOM
cermenTa ST y mpaBux npekopaianbHuX BinBeaeHHsX 1 BUHUKHeHHs DI y mamieHTiB 3
cuaapomoM bpyrama [115]. AOnamis 1nux aHOMaJIbHHMX [IASHOK MOXKE IOMITHO
npurHiuyBatu peuuauu @I ta HopmamizyBatu EKI™ y >75% mnamienti [115-121]. ¥V
MalieHTIB 3 peruauByrounmu enizogamu @I, cnpoBokoBanuMu MoHoMophuumu IEC,
PE3UCTEHTHUMH /10 MEJIMKaMEHTO3HOTO JIKyBaHHS, MOXKe OyTH NpoOBeleHa KaTeTepHa
abmsuisa cyocrpaty HIEC, sikuii HaifuacTilie JTOKaIi3yeTbCs Y BUXITHOMY TPakTi PaBOro
nuyHouka abo cucremi Ilypkiabe [119]. Opmak, aaHi 00 JTOBIOCTPOKOBOTO
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CIIOCTEPEKEHHS Micis a0l € 0OMEKEHUMH, OCKIJTbKA HEMA€ Hi JaHWUX CTATUCTUYHHX
TOCIIKEHB, Hi 1HGOpMAaIIii o0 absIii y 0€3CHMITOMHHAX MAIli€HTIB.

Tadoauusa pexkomenaaunii 30 — Pexomenaamii mo/10 BeJileHHs NAi€HTIB i3 CHHAPOMOM

bpyraaga

Pexomenganii

Kanac
peKoMeHaanin®

PiBennb
JI0KA30BOCTI"®

JliarHocTHKA

Pexomennyerscs miarnoctyBat BrS y mariientis 6e3
IHIIUX CEpIEBUX 3aXBOPIOBaHb 31 CIIOHTAaHHUM
nareproMm tuiy bpyrana 1 ma EKT [80-82]

Pexomennyernscs miarnoctyBatu BrS y martientis 6e3
IHIIUX CEpLEBUX 3aXBOPIOBaHb, Kl nepexuian P3C
yepe3 DI a6o LT, 1 matore narrepn EKI' tumy
bpyraga 1, iHgyKoBaHMii MmiJI dYac TeCTyBaHHS
OlokaTopaMu HATpIEBUX KaHaIB a0o i dac
nuxoMmanku [2, 81, 87, 88]

PexoMeHTyeThCsl TCHETUYHE TECTYBaHHS Ha MyTallii
reny SCNSA ms nmpoOaniB nartienrta 3 BrS [122]

BrS cmig posrimsmatd y TamieHTIB 3 1HIYKOBaHUM

nattepuoM EKI' tumy bBpyrama 1 Ta 06e3 iHmmx

CEpIICBHUX 3aXBOPIOBAHb, y SKHX € NMPUHANMHI OAWH 3

HACTYITHUX CUMIITOMIB:

- apUTMOTCHHI CHHKolle a0o0 HIYHE aroHajibHe
JTUXaHHS,

- ciMenHuii anamues BrS,

- cimeiinuii anamHe3 PCC (y Bimi <45 pokiB) 3
HETraTUBHUM  PO3THHOM  Ta  OOCTaBUHAMH,
nigo3pinumu Ha BrS

IIa

BrS moxxe posrisigarucs, sk I1arHo3 y MaiieHTiB 0e3
IHIIINX CEPIIEBUX 3aXBOPIOBAHb, SIKI JIEMOHCTPYIOThH
inaykoBanuii martepH EKT tuny Bpyrama 1 [79, 81,
84, 90, 91]

IIb

Tectr 3 OnokaropamMu HaTpiEBUX KaHAJIIB HE
PEKOMEHIYEThCSI Yy  TMAIIE€HTIB 3  TOMEPEIHBO
BusBieHUM narrepHoM EKI' tuny bpyrana 1

III
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3aranbHi pekoMeHaaNiL

VYciMm nartiearam 3 BrS pekoMeHy€eThCsl HACTYITHE:

- YHUKHEHHS TpUHOMY TIpemnapariB, sIKi MOXYTh
1HAyKyBatn migiiom cermeHta ST y mnpaBux
MIPEKOPIIaTbHAX BIJIBEICHHSX |
(http://www.brugadadrugs.org).

- BiZIMOBa BIJ KOKaiHy, KaHa0iCy Ta HaJMIPHOTO
BXKMBAHHS JIKOTOJIFO.

- JIKyBaHHS JMXOMaHKH KaPO3HUKYIOUNMHU
npernapaTamu.

Crparudikauisa puzuxy, npodpinakruka PCC Ta JlikyBaHHS HIIYHOYKO

BHUX APUTMI

ImmumanTanis IKJ[ pekomenmoBana martieHTam 3 BrS,
SIKI:
- mepexxumn P3C |

- MAarTh 33JI0KyMEHTOBaHY CIOHTaHHY CTiiky VT
[86, 96-98]

VY nanientiB 3 nmarrepaoM EKI' tuny bpyrama 1 Ta la
APUTMOTEHHUMHU CHHKOINE TIOBMHHA PO3IJISIaTUCh
imrutanTanis 1K/ [96, 98, 102]

Y mamientiB 3 BrS Ta HEYyTOYHEHHMMH CHHKOIIE la
MOBUHHA PO3IJIAJATUCh IMIUIAHTAIlil TETJIEBOTO
peectpatopa [103, 105]

VY mnarienrtiB 3 BrS 3 masgBHIicTIO TIOKa3iB 10 Teparii
IKI, sxuM IMIUIaHTAIlls TMPOTHUIIOKa3aHa  abo Ila
HeOaxkaHa, a0o 111 NalieHT MaroTh YacTi po3psanu IK/I,
CITiI pO3TJSIHYTH HpuiioM XiHiauHy [98, 112, 113]

VY mnarienTiB 3 BrS, B skux po3BUHYBCS €IEKTPUIHUIN
IITOPM, CIHIJ PO3IJISIHYTH 1HQY31I0 1300pOTEPEHOITY JIE]
[114]

V namientiB 3 BrS ta yactuMu aziekBaTHUMH IIOKAMUA
IK/, pedpakTeparMu 10 MEIUKaAMEHTO3HOI Tepalrii, ITa
CJIiJT pO3TIISTHYTH KaTteTepHy adssiiro Tpurepaux [TEC
Ta/abo emikapAiaJbHOTO CyOCTpary B BHUXITHOMY

TpaKTi MpaBoro nuryHouka [116-121]
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Y  0e3cHMMITOMHHMX TAIIEHTIB 31 CIOHTAaHHUM
narrepaoM EKI" tuny bpyrana 1 moxke posrisgaTucs I1b B
E®JI 3 nporpaMoBaHOO €IEKTPUYHOI CTUMYJISIIIEIO
ITUTYHOYKIB

VY okpeMux G€3CMMIITOMHMX Malli€HTiB 3 BIS, y skux
nig yac E®J] 3 mnporpamMoBaHOIO CTUMYJISIIIEO
[UTYHOYKIB 3 BUKOPHCTAaHHSIM JI0 2 €KCTPACTUMYJIIB I1b C
Oyna inaykoBaHa OIII, moxke OyTH pO3TIsSHYTa
immutaaTanis IK/]

Karerepna aOmsrmiss y O€3CHMMITOMHHX TAIll€HTIB
JUTSYOTO BiKY 3 BIS HE pekoMeHayeThCs I C

aKnac pexomeHaii.

bPiBeHb J0KA30BOCTI

IKJ, immnantoBanuii KapmaioBeptep-nediOpmmstop; EDJ, emexrpodizionoriune mocmimxenns; DI,
¢i0opmsinis nurynoukis; BrS, cunnpom bpyrana

7.2.5. CHHAPOMHU PAHHBOI PenoJsIpu3aIlil

Cunnipom pannboi penosisgpu3zaiiii (CPP) miarHocTyeTbes y naiieHTa, peaHiMOBaHOTO
micis mapokcusmy LT a6o PIII 6e3 Oynb-akux ceprieBUx 3aXBOpIOBaHb, sikuit Mae Ha EKT
nartepH panHboi penosisgpuzanii (IIPP): migitom Touku J >1 MM y >2 CyMIXKHUX HUXKHIX
Ta/a0o O0okoBux BiaBeaeHHx EKI (puc. 18) [2, 9, 123-125]. Onnak, ITPP maituacrimie €
TOOPOSIKICHOIO 3HAX1JKO0, MOro MOIIHUPEHICTh CTAaHOBUTH 5,8%, MEpeBaXHO Yy MOJOAMX
YOJIOBIKIB Ta cropTcMmeHiB [2, 9, 123-127]. Tum He menm, [IPP 3 OinbInor 4acToTorO
3ycTpivaeTbest 'y poamuiB mmojed 3 PCC [128] ta oci6, sxi mepexwm P3C [22].
JliarHOCTHYHI MOKJIMBOCTI Ta I[IHHICTh FTEHETHYHOTO TECTyBaHHS € HU3bKoro [129-131].

3anpononoBano HactynHi EKI' o3naku Bucokoro pusuky npu CPP: Bupaxenwuii
3yoens J >2 MM, auHamivH1 3MiHHM B eneBallii Touku J (>0,1 MB) ta J-xBumi, nmos's3aHi 3
ropu30HTAILHUM 200 Hu3xiguuM cermenToMm ST (Puc. 34) [9, 132, 133]. Hassnicts I[TPP 3
ropusoHTagbHUM cerMeHTOM ST Oyra nmos's3aHa 3 BACOKUM apUTMIYHUM PU3UKOM Y JIFOIeH
noxuioro Biky ta y marientis 3 I®II [133]. Tum He MeHI, ocobw, siki nepexxuan P3C, ta
ponauyi Jrojiel 3 cuHapoMoM pantoBoi aputMmiuHoi cMepTi (CPAC)) Takok 1eMOHCTPYIOTh
OLIBIIY TOIIMPEHICTh KOCOBUCX1THOTO cerMeHTa ST, y MOpiBHAHHI 3 KOHTPOJIBHOIO TPYIIOI0
[124].

[[lonaitmenme 40% mnamientiB 3 CPP, mo mamu emizon @I, maroTs moBTOpHI
enizoau, a 27% — mHoxuHHI [9, 134, 135]. Jlnsg mBUAKOTO MPUTHIYEHHS MHOMXUHHUX
pospsaiB IK/] Ta enekrpuunoro mropMmy edekTuBHa iHOY3is i3omporepenony [136-138].
AHTHApUTMIKH, sIK1 OJIOKYIOTh BUXIJHI KaJll€B1 CTPyMH, MOKYTh 3anoobiratu ®III [28, 136,
139]. PerpocniekTuBHE OaraToleHTPOBE JOCIIIPKEHHS 3aCBIAYMIIO 3MEHIIEHHS KUIbKOCTI
emizoaiB peruauByroyoi ®UI micns mowarky npuiiomy XiHiauny [136]. Iuribitopu
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dochoaiectepazu-3, Takl SK HUIOCTA30J 1 MIIPUHOH, TAKOXK 3MEHIIYBAJIU YacCTOTY
permausis OIII [138].

-ill-!-l'!.l'lai-]TEILl.l_ﬂ 14K
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Puc. 18. Ajropur™ BeJleHHSI NAiEHTIB 3 CHHAPOMOM/NIATTEPHOM PAHHbLOI penoJisipu3aii

Aonsamis tpurepaux IIEC, 3a3Buuaii 3 cucremu IlypkiHbe, Ma€ BETUKUN BiJICOTOK
yenixy 87-100% 1 mMoxke OyTu edeKTHUBHOIO JJIsl 3a00IraHHsl pelUIMBaM y TAII€HTIB 3
MeIUKaMeHTO3HO pedpakreproro DI [116, 123]. [letanbHe eaeKTpOAHATOMIYHE
KapTyBaHHS MOXC BUSIBUTH JIOKAJIbHI CTPYKTYpHi 3MiHU y 39% marnientis 3 CPP [116].
AGSILis IUX TUISTHOK YCHIIIHO MPUTHIYYE €IeKTPUYHUM IITOPM 1 MOKe OYTH €(peKTUBHUM
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JIKyBaJIbHUM METOJIOM y IIEHTPaXx 3 AOCBIIOM JIKyBaHHs. Uu MOKpalrye kareTepHa abmsiis
JIOBTOCTPOKOBI pe3yNbTaTu, Hapa3l HEB1IOMO.

Jani ayia crpatudikarii pu3uKy y mamieHTiB 3 migo3poio Ha CPP 6e3 monepenupoi
P3C BiacytHi. ¥V oci6 3 [IPP Ta HeyTOuHEHMMH CHHKOIE, Il Tpyla eKCIepTiB
PEKOMEHIyBaIa PO3TIITHYTH MOKIIMBICTh IMIUIAHTAIlIl METIEBOTO peecTtpaTopa. OCKITBEKH
nporHo3 st 6escumnroMuux mnamieHTiB 3 CPP € no6pum, tepamis 1K/, sk nmpaBuio, He
nokazana [140-142]. Onnax, skimo Ha EKI" BUsBIIEHI 03HAKU MATTEPHY BHCOKOTO PH3UKY
Ta CIMCHHHMI aHaMHe3 OOTSDKCHUH HE3'SCOBAHOIO PAlTOBOID CMEPTIO B MOJIOJOMY BIII,
MOXYTh OyTH po3rsHyTi iMIutanTaris IK/] abo npuitom XiHIAUHY.

Tadauusa pexomenaamii 31 — Pexomenaanmii moa0 BeJdeHHsI NAali€HTIB i3
CHUHAPOMOM/IIATTEPHOM PAHHbOI penoJsipu3anii

Kanac PiBenn
Pexomenpanii peKoMeHAalmii®  10Ka30BOCTI®

JliarHocTuka

PekoMeHyeThCs BHU3HAUATH SIK IATTEPH PAHHBOI
penomsipu3antii (ITPP) eneBartiro Touku J >1 mm y 1BoX
CYMDKHHUX HIDKHIX Ta/a00 JaTepajbHUX BiIBEACHHIX I C
EKT [123, 124]

PexomeHayeThCsl A1arHOCTYBaTH CHHAPOM PaHHBOI
penomsipuzanii (CPP) y maiienTa, peaHiMOBaHOTO
nicia HeBusHaueHoi OII/IIT npu nassHocTi [IPP Ha
EKT [123, 124]

S0 y TMTHHY, SIKa TOMEpJia panTOBO 3 HErATUBHUM
pEe3yIbTaTOM PO3THUHY Ta OIVISIAY MEOUYHOI KapTH,

npwxkutTeBa EKI™ nemonctpye I1PP, ciix po3risHyT!
miarao3 CPP [123, 124]

Ila C

Ponuui mepiioro cryrneHs CopiIHEHOCT] MAIlIE€HTIB 3
CPP wmarotp OyTHM HampaBieHI s KIHIYHOTO
oOcrexxeHHs Ha HasBHICTE [IPP 3 momarkosumu EKT
O3HaKaM{ BHCOKOTO pu3uky* [128, 143]

VY nartientiB 3 CPP Mosxe OyTu po3rIsiHyTO TeHETHYHE b C
TectyBanHs [129, 131]

Hns OescumnromHux naiieHTiB 3 CPP nomatkose I C

KJIIHIYHE OOCTEKEHHSI PYTUHHO HE PEKOMEHYEThCS
[144, 145]

Crparudikauis pusuxy, npogpinakruka PCC ta JlikyBaHHS HIYHOYKOBHX APUTMIH
[Namienram 3 CPP, siki nepexuiii CIOHTaHHY 3yTIUHKY
cepus, pekoMeHaoBana iMmanTanis IK/] | B

Ila B
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V natienTiB 3 CPP, B sikux po3BUHYBCS €IEKTPUUHUN la B
ITOPM, CJIi PO3TISHYTH 1H(Y31I0 130IpOTEPEHOITY
[123, 136-138]

V manienris 3 CPP Ta peuumusyrouoro DIII la B
MPU3HAYCHHS] XIHITUHY TIOBHHHE PO3TJISAATHCS
noaatkoBo o tepamii IKJ] [98, 136, 139]

Y oci6 3 CPP Ta, mpuHaiiMHI, OJHUM (haKTOPOM

pU3MKy a00 AapUTMOTEHHUMH CHHKOIE  CJiJL Ila C
pO3IVIANATH IMIUIAHTAII0 METIEBOr0 peecTparopa

[126]

Y mamientiB 3 CPP Tta permmuByrouoro OIII,

pedpakTepHOI0 10 MEJUKAMEHTO3HOI Teparii, CIij Ila C
PO3IIIAHYTH KaTeTepHy ab0msuio tpurepanx IIEC

[116]

VYV mnamientiB 3 CPP, apuTMOreHHMMH CHHKOIIE Ta

JOJAaTKOBUMHU (PAKTOPaMH DPHU3HKY MOXKYTh OyTH IIb C

posmigHyTl  iMmiadTamis  IKJ[ aGo mpusHadeHHS
xinimmay [136, 139]

V¥ 6e3cumnromuux ocio, EKI™ sikux nemonctpye [1PP
BHCOKOTO PH3MKY, 3a HasBHOCTI B CIMEHHOMY b C
aHaMHe31 HEBU3HAUEHOI PAaITOBOi CMEPTI B MOJIOJIOMY
Billl, MOXYTh OyTH po3risiHyTI iMruianTaiist IK/] abo
npu3HadeHHs XiHiauHy [136, 139]

ImmmanTamis IKJ[ y Oe3cMMNTOMHUX TAIliEHTIB 3

i3ompoBanum [1PP Ha EKT me pexomenmyerscs [140, 11 C
141, 146]

#Kmac pexoMeHaaIii.

bPiBeHp MOKA30BOCTI

“Xapakrepuctuku ERP Brcokoro pusuky: 3yomi J> 0,2 MM, auHamiusi 3miad touku J i STmopdosoris. [136, 139]

YERP BHMCOKOTO pU3HKY: ciMeitHuii anamue3 Hes sicopanoro CC menute 40 pokis, ciMeiinuii anamnes ERS

CPP, cunipom panuboi penonsipusauii; [IPP, narrepn pannboi penonspuzanii; LU, ¢pidpuisuis nuryHoukis; IIIEC, nuryHoukoBa
€KCTPACHUCTOIIis

7.2.6. Karexonaminepriuna mouiMmop¢Ha HUIyHOUYKOBA Taxikapais

Karexomnaminepriuna nosiMopdna nuryHoukoa taxikapais (KITHIT) — e cnaakose
3aXBOPIOBaHHS, 10 XapaKTePU3ye€TbCSd BUHUKHEHHSM MApOKCH3MIB KaTeXOJIaMiH-
inaykoBaHoi nBoHanpasieHoi LT 3a BimcyrHocti crpykrypHoi marosorii ta IXC. 3a
OLIIHKaMH, MOIINPEHICTh 3aXBOproBaHHs cTaHoBUTH 1 Ha 10000 (puc. 19) [2].

IcHye nBa OCHOBHHMX TE€HETHYHUX THIMH: JIOMIHAHTHUWA PO3JIaja, 3YMOBJICHUUN
MyTallisiIMA B T'€Hl, IO Koaye cepueBui perentop piaHoauny (RYR2), ta penecuBuuit
po3aj, COPUYMHEHUH MyTallisiMH B TeHi cepueBoro kaibiectpuny (CASQ2) [2, 5].
Myraii B renax TRDN ta CALM1-3 Oynu BUSIBIEH] y MALI€HTIB 3 AESIKUMH aTUITOBUMU
dopmamu katexonaminepriuaux 1T [147]. OnHak, Ha JaHM Yac HE BU3HAYEHO, YH € BOHH
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OKpeMHUMH apuTMiuHUMHU Ho3ojorismu [148]. TMamientn 3 wmyramismu KCNJ2, 1o
BHUKJIMKAIOTh CHHAPOM AHjepceHa-Tapima 1 Tumy, iHOII MOXYTh MAaTH JIBOHAIPAaBICHY
IUTYHOYKOBY TaXiKapIito, aje BiIPi3HAIOThCS CYyIyTHIMH cUHIpoMamu [149].

Kniniyai nposiBu KIIIIT, 3a3Buuail, BUHUKAIOTH y MEpUIM JeKaal KUTTA, Ta
MPOBOKYIOTHCS (DI3MUHUM HaBaHTXEHHAM a0o mcuxo-eMouidaumu crpecamu [150].
binpuricts namientis 3 KIIIIT matots HopMansay EKI™ criokoro Ta ExoKI™ Tum He MeH1,
neski mamieHTd Ha EKID maroTh He3HayHl BIAXWICHHS BiJI HOPMHM, TaKli SIK CHHYCOBa
Opanukapnis ta BupaxeHni 3yori U. HaBaHTaXyBajdbHUN CTpeC-TECT € HaWBaKIUBIIIUM
J1arHOCTUYHUM TECTOM, OCKUJIBKH MPOBOKYE XapaKTEpH1 ABOHAIpaBiieH1 ado moyiiMopdHi
T, mo i mo3Bojsie BcTanoBuTh giaruo3 (puc. 20) [2]. [iarno3 Takoxk Moxe OyTH
BCTAHOBJICHUH 3a HAsBHOCTI MyTarlii B reHax, nmos's3anux 3 KIIIIT. V Bunagkax, Koiau
IPOBENICHHS] CTpec-TecTy 3 (PI3UYHUM HABaHTAKEHHSIM HE € MOXIMBUM, MOXKE
pO3MIIaTUCd  MEAUKAMEHTO3HHMM CTpec-TeCT 3 BUKOPUCTAaHHSAM eniHedppuHy abo
i3onporepenoury [151].

TMauieHT 3 KNWT

{ }
T z : AcimMnToMHmA, bes
A.DWIHGFEHHF EH[-E_F{D.I'I'pE;iJEIﬁﬂ 3an0o o Barion LT, -
HE-II_]HEIHPEBH-E.I-E-I'[OJ.'IIMP I-'!EI- IJJ | ! FEHETMUHOK MyTaUiesD

| l

%mmﬁipemnglﬂamrﬂﬂmch

PanToea 3ynuHKa cepua

_ Beta-Onokatop (Knac 1) BeTa-Gnokatop (Knac lla)
( IMAN3HTaLR I{{,HIT{ME 1)

l

Cuuxone, 200 uacti WEC, abo LT | Cunakone, abo uact LIJEC, abo WT

I l

DReraHin (Knac llz) MRekaiHIg (Knac llz)

l l

CyHeone abo saposyHeHTosata LT CuHione abo anoKyMeHToeaHa LT

l l

CAC (Knac lla) IMnAaHTaLia T (Knac lla)

CAC (Knac lla)

\ @ ESc—

Puc. 19. Benennsi nani€HTiB 3 KaTexoJaMiHePriYHO0 M0JiMOP(HOI0 HIIYHOUKOBOIO TaXikap/ieio
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BusiBnenHs B AUTSUOMY Billl, BIACYTHICTb Teparlii 0eTa-010kaTopaMu Ta MpOBOKAITis
CKJIQJIHAX apUTMIN MiJ Yac cTpec-TecTy 3 (I3MYHMM HABAHTAXKCHHSIM HA Tl MPHHAOMY
MOBHOT 7103 0€Ta-0JIOKATOPIB € HE3AICKHUMHU MPEIUKTOPaAMH apuUTMivHUX monind [152].
Tepamiero nepmmoi minii as mamiedTiB 3 KITIIT € oOMexxeHHs (i3MYHIX HABAaHTAKEHb Ta
npuiiom Oeta-010KaTopiB 6€3 BHYTPINIHBOT CHMIIATOMIMETHYHOI aKTHBHOCTI [2]. BaxkaHum
€ IPU3HAYCHHS HECEJICKTUBHUX 0€Ta-0JI0KaTOPIB, TAKUX K HAJIOJIOJN Ta Ipornpanoston [153,
154]. 1l rpyma ekcmepTiB MiATBEpAMIA IMOKa3HM JO JIKyBaHHS I'€HETUYHO IMO3UTUBHHUX
yjieHiB ciM'T OeTa-0j0KaTopaMu, HaBiTh 3a BIJICYTHOCTI 3aloKyMeHToBaHUX emizoiB 11T,
CHpUYMHCHHUX (PI3MYHMM HaBaHTaKeHHsAM a0o ctpecom [152, 155]. [ani cBigyath 1po Te,
o (JiekaiHil 3Ha4HO 3MeHInye KibKicTh eni3oaiB 1T y mamienTis 3 KIIIIT, 1 moBunen
pO3TISAATHCS AJI IPU3HAYCHHS TOJAaTKOBO JI0 OeTa-0J10KaTOPiB MPH HETIOBHOMY KOHTPOJTI
aputmii [156-158]. V okpemux mari€eHTiB, m0 JIEMOHCTPYIOTh HEIIEPCHOCHMICTh TEpartii
Oera-0JI0KaTOpaMHu, OIIIIEI0 € MOHOTEparis ¢uiekainigom [159].

W 2 2 \: J

{ @Esc—

Puc. 20. Tect 3 Qi3M4HUM HABAHTAKEHHSIM NALIEHTA 3 KaTeX0J1aMiHepriyHo noJiMopgHoI0
IIJIYHOYKOBOIO Taxikapicio

[Tamiearam 3 KIIIIT, mo nepexunu P3C, mokazanuii MakCUMaJIbHUN 3aXHCT —
npu3HaueHHs Oera-OjokaTopa B KomOiHarmii 3 duekainimom Ta imruiadTaris KT,
Immumantamito IKJ[ Takox caig posrisinyt y nauientis 3 KITIIT, y skux Ha (oHi Tepamii
OeTa-0siokaTopamMu Ta QuiekaiHigoM Bce oaHO BMHUKaIOThL emizoau LT [2]. Oxnak, IK]]
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CJIIT MPOTPaMyBaTH 3 TIOI0BXKEHOIO 3aTPUMKOTO Ta 3SMEHIIICHUM Kap 1OTIMKIIOM JIJIsT 1HITH I
Tepamii, OCKiUIbKM mpu JBoHampasieHi [T, mo BuHUKAae Ha TOYATKy eMi301y,
nediopwsmis MeHm edextuBHa, HDK npu nomiMopduid LT ta ®UI, y ski BoHa
TpaHcpopmyeThcsi. KpiMm TOro, fKIIO Mali€eHT y CBIAOMOCTI, Oib BiJ pO3psaAy MOKeE
CIPOBOKYBATH PEIIUANBH apUTMIi Ta eleKTpudHH mtopm [160].

CuMIaTu4Ha IeHepBallis J1BUX BB CEPIls MPOMIOHYETHCS, K JOAATKOBHI METO]
JIKyBaHHS JUIS TAIE€HTIB, y SKUX MEIUKAMEHTO3HAa Teparis € HeedEeKTHBHOI abo
HeMOKHMBO0. Xoua CIIC 3HMXKY€E YaCTOTy CEpHO3HUX CEpLEBUX MOIN y MALIEHTIB Y SIKUX
paHiiie OyJaM CHMIITOMH, Y TPETHHM IAlll€HTIB 3ajIMINAlOThCs penuauBu aputMii [161].
Tomy CJIC posrnsmaerbest He sk 3amiHa Tepamii IK]I, a nuiie sk J01aTKOBUM METOJ
JKYBaHHS CUMITOMAaTHYHUX MAI[lE€HTIB.

VY HeloIaBHOMY CUCTEMAaTUYHOMY OISl 53 JOCIIKEeHb, 1110 BKIIOYAIN MAI[IEHTIB
3 KIILIT rta immuantoBanum 1K/, Oyno nokazaHo, o BTOpUHHA NPO(QIAKTUKA y BUTIIAL
onTHUMaJIbHOI MeaukameHTo3Hoi Tepamii, C/IC Tta oOmexeHHs (I3MYHMX HABAHTAXKEHb
Moske 3MeHIUTH notpedy B IKJ[ [162]. Lleti BucHOBOK OyJi0 MiATBEPHPKEHO MOIATBITAM
0araToleHTPOBUM JOCITIKEHHSM, SKE MOKa3alo, 10 YCi TPU CIIOCTEPEKyBaHI BUIAIKU
PCC Bunuknm y namienTiB 3 immiantoBanuM IKJI [163]. Onnak Ha qaHuii 4ac, Ha OCHOBI
ICHYIOUMX JIOKa31B, 34A€ThCS IEPEAYACHUM BIAMOBIISITHCS B11 iMiutanTauii IK/] y namieHTis,
siki epenecu P3C, cnipuunnaeny KITIIT [162].

Taboauus pexomenganiii 32 — PexoMeHaamii 100 BeJeHHs MNAIi€HTIB i3
KATeX0JIAMIHEePTiYHOK MOJIMOP(HOI0 HIJIYHOYKOBOI0 TaXiKapai€o

Kaac PiBennb
Pexomenaaiii peKoMeHaalii | J0KA30BOCTI

JiarHocTtuka

Pexomennyetscst miarHoctyBatu  KIILIT y pa3si
HAsSBHOCTI  TMApOKCU3MIB  JBOHampamjieHoi  abo
nomimop¢uoi T, mo npoBokytoTbea GI3UYHUM a00
IICUXO0-EMOIIIMHUM HaBaHTaXXEHHSIM, y TAIEHTIB 0e3 l C
CTPYKTYpHOI maToJiorii cepus Ta 3 HopMaiibHOWO EKT
CIIOKOIO

Pexomennyetncst miarnocryBatu KIIIT y namieHTis,
AKl € HOCISIMA B T€HaX MyTallii, acOI[iHOBaHOI 3 1M I C
3aXBOPIOBAHHIM

[TamienTaM 3 KIIHIYHOIO TII03pOI0 ab0 KITHIYHUM
niargo3om KIIIIT moka3ani reHETUYHE TECTyBaHHS Ta I C
TCHETUYHE KOHCYJIbTYBaHHS




173

Jna  miarmoctuku  KIIIIT y mnarmieHTiB, KOTpUM
HEMOXJIMBO  TPOBECTH  TecT 3 (pi3uyHHEM
HAaBAHTAKCHHSM, MOXKE OYTH PO3TJISTHYTO MPOBEIACHHS
poOu 3 aJpeHaTIHOM ab0 130MPOTEPEHOTIOM

IIb

3arajbHi pekoMeHaaunii

VYcim marmiearam 3 KITIIT pexkomeHnayeThcss YHUKAHHS
3MarajibHUX BUJIIB CIIOPTY, BAXKKUX (P13MUHUX BIPAB Ta
nepe0yBaHHs Y CTPECOBUX YMOBAX

JlikyBaJsbHi omuii

VciM mamiedtamM 3 KiHIYHAM giargo3zoMm  KITHIT
PEKOMEHIOBAaHUHN TpuiioM OeTa-0J0KaTopiB, OaxaHO

HECEJCKTUBHMX (Hamonon ado mpompanonon) [150,
153, 164]

[Tamienram 3 KIIIT, mo mepexumu  P3C,
pekoMmeHayeThesl iMImianTaiis IKJ[ y moemnanHi 3

npuitoMoM Oerta-00kaTopiB Ta Quekainimy [150, 152,
165]

s renetnuno no3utuBHUX maiieHTiB 3 KIIIIT 6e3
(GEHOTUMIYHUX TPOSBIB CIIA PO3TJISHYTH TEPaIiio
Oera-0stokaTopamu [152, 155]

lla

Axkmo y mamienta 3 miarHo3om KIIIIT xomOinariis
Oeta-0jokaTopiB 1 (uekaiHigy B TepaneBTUYHOMY
N03yBaHHI Hee(EeKTHBHA, HE TMEPEHOCUThCS, abo
NPOTUIIOKA3aHa, CIIJ  PO3TJSAaTH  CUMIATHYHY
neHepBalito cepis [161]

IIa

VYV namientie 3 KIILIT, ski MawTh apUTMOreHHI
CUHKOIIE Ta/abo 3aI0KyMEHTOBaHY
JBOHANPaBJICHY/IOIIMOP(PHY IUTYHOYKOBY
TaxikapAito Ha (oHI MOpUioMy  MaKCUMaIbHO
MepeHoCUMOi 103U OeTa-0siokatopa Ta (QuekaiHiLy,
NOBHHHA po3risiaatucs iMmtanTaris K/ [152, 155]

IIa

Sxmo y namienta 3 KIIIIT, He3Bakaroun Ha mpuiiom
MaKCUMaJbHO MEPEHOCUMOT 103U OeTa-0s10KaTopa, npu
¢G13MYHOMY HaBaHTa)XXCHHI BUHHUKAIOTH PEIUIUBYIOU1
cuHkorne, noiimopdnHa/nBonanpasiena T abo yacti

pesuctentri LIEC, cmin po3rasgHyTH NpuU3HAYCHHS
¢nekainimy [157, 158, 165]

IIa

Hnst crpatudikanii puszuky npu KIIIT npoBenenus
E®/] 3 enekTpu4HO0 MPOrpaMOBAHOK) IIUIYHOYKOBOKO
CTUMYJIALIEI HE PEKOMEHAYEThCS

II1

aKac pexoMeHarii.
bPiBeHB TOKA30BOCTI
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KIIIIT, xarexomamineprigHa moxiMopdHa nuryHoukoBa taxikapist; [T, nuryHodKoBa Taxikapmis

7.2.7. Cunapom Bropo4enoro inrepsaia QT (SQTS)

Cungpom BkopoueHoro iHtepBany QT (SQTS) — mue piakicHe TeHEeTUYHe
3aXBOPIOBAHHS, SIK€ XapaKTEpU3YEThCA KOPOTKUM iHTepBasioM QT Ta HasgBHICTIO
napokcu3miB @I ta @I B KOHTEKCTI CTPYKTYPHO HOpMabHOTO cepils [166]. Bussienuii
3B’A30K CHHIPOMY 3 TEHETUYHUMH MyTallisMu — nocuieHHaM ¢yHkiii renisB KCNH2 Tta
KCNQI Ta Brpatoro ¢pynkmii rera SLC4A [167, 168].

[{s rpyna ekcneptiB aia aiarHoctuku SQTS 3ampornoHyBana 1Bl MEKI TPUBAJIOCTI
iaTepBany QTc: 1) QTc <320 mc okpemo, abo 2) QTc <360 mMc y moeaHaHHI 3 CIMEHHUM
anamue3oM SQTS, a6o mepexuroro P3C 3a BiACYTHOCTI 3aXBOpIOBaHHS cepIlsi abo
reHetnaHoi mytaiii [169-172] (puc. 21). 3axBoproBaHHS Ma€ BHCOKY JIETAIbHICTD B YCiX
BIKOBUX Tpymax, BKJIFOYAIOUH mepii Micsmi kutts [168, 173, 174]. ImoBipHicTh mepimoi
panToBoi 3ynuHKH cepis y Bii g0 40 pokiB craHoBuTh >40% [173]. Xoua IK]]
BUKOPUCTOBYETHCS JUII BTOpUHHOI mnpodigakThku [174], mepBuHHA mnpodigaKTHKa
3aJIUIIAETHCS CYNEPEUSIMBOIO 1 0a3yeThCsl HAa MOMEpPEAHIX cCUMOTOMax Ta Tpusaiocti QTc
inTepBany  [168,173,174]. Ha TenepimHiii dYac HaWKpamuMm  HIATPUMYOYHM
AHTUAPUTMIYHUM @pErapaToM € XIHIAWH, aje WOro MpUHOM CIliJl KOHTPOJIIOBAaTH Ha
OpeaMeT HaAMIpHOTO MoaoBxkeHHs 1HTepBay QT. Jlns npunuHEHHS eJIeKTPUYHOTO
HITOPMY MOKE po3riisiatucs i3onpenatin [175, 176]. Cnix yHuKaTu npuitomMy npemnaparis,
ski BKopouyroTh iHTepBan QT, manpuknan, Hikopanmaun [177]. YV mitelr Ta Momoamx
namieHTiB 3 Oe3cumnroMHuM  SQTS ciig  po3rIsHYTH  IMIUIAHTAII0  TETIEBOTO
peecTpaTopa.
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CuHApOM BKOpoYeHoro iHtepsany QT
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Puc. 21. Cunapom BrkopodeHnoro inteppaiay QT

25 2 10 mvml

Taboauus pexkomenaanii 33 — Pexkomenaanii 111010 BeJieHHsI MAI€HTIB i3 CHHAPOMOM
Bropouenoro QT (SQTS)

Kanac PiBenn
Pexomenpamii peKoMeHaaNliid | J0Ka30BOCTI

JiarHocTuka

Pexomennyetncst  miarHoctyBatu  SQTS  3a
HassBHOCTI QTc <360 mc Ta mpuHaiiMHI OJHIET 3
HaBeJICHUX HIDKYE O3HAK:

- BIJIMOBI/IHA TEHETUYHA MYyTAIlis, I C
- SQTS B ciMeliHOMY aHaMHe3l,

- BWkuBaHHsA Tichna  emizoay IIT/IH®  3a

BI/ICYTHOCTI IHIIMX CEPIEBUX 3aXBOPIOBAHb
[166, 173]
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[Tammienram 3 giarHo3om  SQTS  mokazaHe I C
reHeTHYHE TecTyBaHHS [168]
Hiarno3 SQTS cmia posrasaatu 3a HasiBHOCTI QTc a C
<320 mc [169-172, 178, 179]
HMiarnoz SQTS cmig posrasgatd y MaIlie€HTIB 3 a C

apUTMOTEHHUMU CUHKOTE 3a HasBHOCTI QTc >320
Mc Ta <360 mc

Hiarnos SQTS moxe po3risgatucs 3a HasBHOCTI b C
QTc >320 mc 1 <360 Mc Ta ciMEHHOTO aHAMHE3y
panToBoi cMepTi y Biti 10 40 pokiB

Crparudikanisa pusuky, npogpinakruka PCC ta JikKyBaHHA HLIYHOYKOBHX
apuTMin

[Tamientam 3 giarHo3zom SQTS, ski nepexxunu P3C
Ta/ab0 MarTh 3aJI0OKyMEHTOBAHY CIIOHTAHHY

criiky LT, pexomenmoBana immuanTamis IK]] | C
[168]
Y monogux mamieHTiB 3 SQTS cuig po3riasHyTH la C

IMITJIAaHTAII O METIECBOTO PeECTpaTOpa MO

VY namientiB 3 SQTS Ta apuTMOreHHUMU CHHKOIIE Ia C
CHi pO3TIIsIHYTH iMIUTaHTalio [K/]

VY mamienrtiB 3 SQTS Ta HasgsBHUMH IOKa3aMH 0
tepanii  IK/[, ski MarTh NTPOTUIOKA3U [0
IMIUTaHTaMii ab0 BIIMOBISIOTBCS BiJ HEi, Ta y b C
O0e3cumnToMHUX TamieHTiB 3 SQTS ta ciMelHUM
aHaAMHE30M PCC, MOXKE pO3IIISIATUC
NpU3HAYCHHS XiHIIuHY [174-176]

VY nanienTiB 3 SQTS Ta po3BUHEHUM €JIEKTPUYHUM
MITOPMOM  TOTPIOHO  pO3TSAATH  BBEACHHS IIb C
i3onpotepenoiry [180]

Jist ctpatudikauii pusuky npu SQTS npoBeneHHs
E®/] 3 €JEKTPUYHOIO IIPOTPAMOBAHOIO III C
IUTYHOYKOBOIO CTUMYJISLIIEI0 HE PEKOMEHTYEThCSI
aKac peKoMeHaIli.

bPipenn j10ka30BOCTi

SQTS, cuagpom Bkopouenoro intepBama QT; IIT, uuryHoukoBa taxikapnis; LT, muryHouxoBa Taxikapais; E®/I,
enexTpodizionoriyne nociipkenns; PCC, pantosa cepresa cmepts; IK]l, immianToBanuii kapaioeprep-nediopuisrop
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Komenmap pooouoi zpynu: 3a piwiennsam myabsmuoucyuniinapHoi poboyoi epynu y
oaniti Hacmanoei ne naseoeno onuc po3oiny 8. Ocobausi acnexmu y 6uOpaHux nonyasayiax
(niopozdin  8.1. — Baeimui nayichmxu ma nepunapmanvHa  (NepPUHAMATLHA)
kapoiomionamis ma nipo3oin 8.5. Ilpoginaxmuxa panmosoi cepyesoi cmepmi y nooeu
NOXUNI020 8IK)) V 38 SI3K) 3 HEMONCIUBICMIO IMNAEMEHMAayii 8 Ouma4iu nonyasayii. 3 nogHUM
mexcmom Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death. Developed by the task force for the management of
patients with ventricular arrhythmias and the prevention of sudden cardiac death of the
European Society of Cardiology (ESC). Endorsed by the Association for European
Paediatric and Congenital Cardiology (AEPC) (2022) mooicna osnatiomumucs 3a
nocunanuam https://academic.oup.com/eurheartj/article/43/40/3997/6675633

8. Oco0./14BI aClIeKTH B OKPeMHX I'Pynax HaceJeHHs

8.2. TpancmiianTauis cepus

[Tamientu, sxi nepedyBarOTh Ha JUCTI OYiKyBaHHS aJisi TpaHcruiaHTailii cepis (TC),
cxuiibH1 10 pu3uky PCC 1 MaroTh BUCOKY 3axBoproBaHicTh Ha IIIA. JlaHi 3 BEIMKHUX peecTpiB
CBITYaTh MIO/I0 TIOKPAICHHS iX BrKUBaHOCTI y Bumnaaky K] [6-9]. €xune PK]I 3a ydacTio
NaIeHTIB, BKIITOUEHUX J10 criicKy Ha TC, Oyro nepeayacHo 3ylMHEHO Yepe3 HU3bKU PIBEHb
sanydentst [10]. Hemae manux 1moao poJii HOCMMHX KapioBepTepiB-aediOpuisaTopiB y
naIrieHTiB, BKIrOYeHUX a0 crnucky Ha TC. HeoOxigHO BpaxoByBaTH, IO CEPEAHIN dac
nepeOyBaHHs B JIUCTI OYiKYBaHHs ckiaznae 8-16 micsiB [6, 8]. Oanak 1151 rpymna eKcrepTiB
noJiIsie yMKYy, 1o Hocumuii KJ[ mosxke Oytu anbrepHatuBoro IK/] y okpemux marieHTis, siki
ouikytots Ha TC [11, 46]. ¥V namientiB micis TpaHcmwianTamii cepist PCC € npudanHORO
ommspko 10% nerampHOCTI [12, 13]. BiaToprHeHHS TpaHCIUIAaHTaTa 1 BaCKYJIOMATIS
aorpanciuiantara mnos'szani 3 PCC [12, 14, 15], tomy immutanTamis 1K/ moxe Oytu
JOLIIBHOIO Y OKPEMUX TAIIEHTIB 3 BACOKMM BiIOBITHUM pu3uKoMm [16].

Tadoauusa pexomenaaniii 34 — Pexomenaauii moao npoginakrukn PCC no Ta nicas
TPaHCIJIAHTAIII cepist

Kaac PiBennb
PexoMmenpamii peKoMeHaaLii JI0Ka30BOCTI
Ilepea TpaHcIIaHTALIEIO cepus
Y nmamientiB, ski  ouikywTth TC, cmig lla C
po3risHyTH iMmuianTtaniio K/ nns nmepBunHOT
npodinaktuku [6, 9, 10]
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Y nmamienTiB, saki ouikyroTh TC, MoxxHa
PO3TJSSHYTH ~ BUKOPUCTAaHHS  MEPEHOCHOTO b C
KapaioBepTepa-aediopmstopa [7, 11, 17]

Micas TpancnanTanii cepust

VY BimiOpaHuWX MAII€HTIB MICIs TPaHCIUTAHTAIIIT
icepIls 3 BaCKYJIONaTIE0 ajJoTpaHCIuIaHTaTa abo
JIKYBaHHS BIATOPTHEHHS, MOXHa PO3TJISIHYTH b C
immranTanito 1K/ [12, 14]

aKnac pexomeHaii.
bPiBeHb J0KA30BOCTI
TC, tparcmutanTamnis cepist; IK/I, immianToBanuit kKapaioBeptep-aediopusaTop

8.3. PanrroBa cepueBa cMepTh y CHOPTCMEHIB

Bunaaku PCC y cioptcMeniB 3poctae 3 BikoM [1, 18]. ¥V 3mopoBux cioprcMeHiB (>35
POKiB) o1liHouHa 3axBoptoBaHicTh Ha PCC konuBaerbes Bia 2 10 6,3 va 100 000 yyacHuKO-
pokiB. J{J1s1 MOPIBHSIHHS, Y MOJIOJUX CIIOPTCMEHIB (<35 pOKIB) 4acTOTAa JETAIbHUX BUTIAKIB
3Ha4yHO HIK4Ya - 0,4-3 Ha 100 000 yuacHuKo-pokiB [2, 3, 18]. CopTCMEHKH B CepeTHBOMY
MaroTh HU3bkui pusuk PCC, mume 1 3 14 punagkiBe PCC y cnopTCMeHIB Tparuii€eTbCs y
xiHok [19].

Orsaz cepleBo-CyIMHHOI CUCTEMU TIepe]] YIaCTIO B 3MaraHHAX MPOTIOHYE MOTSHITIaN
JUTS BUSIBIICHHS CIIOPTCMEHIB 3 PU3UKOM CEpPLIeBO-CYAUHHMX 3axBoproBaHb (CC3) 110 mosBu
cumnToMiB [20-24]. TIpoTOKOJI OIIHKK MOBHHEH OyTH aaanTOBaHUM JIO BIKY CIIOPTCMEHA,
mo0 BpaxyBatu BikoBi ocoOmauBocti CC3 [23]. Ornsm mepen ydacTio y 3MaraHHsx,
BKJIIOUAOYM aHamHe3, (izuuHe oOctexxeHHa Ta EKI, BusBiseTscs e(pexkTUBHUM Y
BusaBieHHI CC3 y mMoyoaux crnopTcMeHiB (<35 poKiB) LIISXOM BHSIBICHHS BIAMOBIIHHMX
CUMIITOMIB (HAMpUKIIaJl, HEIPUTOMHICTH TIPH (PI3MYHOMY HaBaHTaXXE€HH1) a00 BIAXUIIEHb HA
EKT', mo BigmoBigarOTh CIAAKOBUM KapaiomiomnarisMm abo kanajomatism [25-28]. Xoua
ExoKI" mose miaBuimTi 4yTiuBicTh ckpuHiHry Ha CC3, BoHa HEe MOKe OYTH 3aCTOCOBaHa,
K PyTUHHUHN TECT NMPU MacoBoMy CKpuHIHTY. binbiie CC3 BUSBISAIOTH MMiJl Yac CEpIAHUX
(uropiuHMX ) 00CTEKEHD MiTITKIB-crtopTecMeHiB [27, 29]. [TommpenicTh XMOHO-TTO3UTUBHUX
PE3yNbTATIB CHIIBHO 3aJICKHUTh BiJl KPUTEPIiB, IKI BUKOPUCTOBYIOTHCS 1715t Bu3HaueHHs EKT
gk «HeHopMmasibHOI» [30, 31]. [omatkoBi TtectH, Taki sk ExoKI', 24-rogunHuii
XOJITEPIBCbKUIT MOHITOPUHT, cTpec-TecT Ta MPT mnpu3HauaroThesi CHOpPTCMEHAM, SKi
OTpUMaJIM TO3UTUBHI pe3yJbTaTH IMiJ Yac MNEPBUHHOTO oOOcCTexkeHHs. JIikyBaHHS Ta
CIIOCTEPEKEHHS CIOPTCMEHIB, Y SIKMX J1arHOCTOBaHO KiIiHIYHO 3Hauyii CC3, mpoBOAUTHCS
BINOBITHO 10 HassBHUX pekomenaliiin ESC [1, 32-36].

VY cnopTcMeHIB cepeHbOro/CTapiioro Biky Hadmomupenimor npuunHoro PCC e
IXC [23, 35]. Ilepen mnouyaTkoM akKTUBHUX (DI3MYHUX HABAHTAKEHb CIOPTCMCHH
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CEPEeIHbOTr0/CTApIIOr0 BiKy 0€3 CHMITOMIB MOBHWHHI OyTH J1arHOCTOBAHI 3a JOMOMOTOIO
cucteM ominku pusuky, Takux sk ESC SCORE 2 [1, 4].

BiamiHHI MOKa3HUKHM BHUKWUBAHOCTI 31 CIPUATINBAM HEBPOJOTIYHUM PE3yJIbTATOM,
TICTIS TIEPEHECEHO0T 3YITUHKHU CepIlsl y CIOPTUBHUX IEHTPax, oOJaJHAHNX aBTOMATHYHUM
enektpuaanM  aediopmwsitopom  (AE) [35,36]. lle BumpaBmaoBye 3yCHIIIS II0JIO
BIIPOBA/DKEHHS eKcTpeHuX nporpam 3 npodinaktuku PCC, 3 posnosciomxenasm AEJ[ Ha
CIIOPTUBHHUX apeHaX Ta HaBYAaHHSM TPEHEPIB Ta MepcoHaTy HaBu4KkaM BukoHaHHs CJIP ta
aediopusii [37].

Tadauusa pexomenaauiii 35 — Pexomenaauii mogo crpartudikamii pusuky Tta
npoginaktuku PCC y cnoprcmenis

Kuac PiBenb
Pexomenmamii pexkoMeHaamin® | A0Ka30BOCTI®

Y  cnoprcMeHiB 3 OOTSKEHUM  aHAMHE30M,
BIIXWICHHAMU BIJT HOPMH TIpH (Pi3UKATBHOMY
ooctexxeHHsl a00 3MiHamu EKI' pekoMeHayroThCs
JIOJATKOBl  JIOCIHIJDKEHHS, BKodaroun ExoKI I C
ta/a6o MPT myis miaTBepxeHHs (a00 BUKITFOUEHHS )
OCHOBHOTO 3axBoproBanHs [21, 31, 33]

CnoprcmenaM, y sikux giarHocroBaHo CC3,
noB’s3aHi 3 PCC, pekoMeHII0BaHO MPOXOAUTU C
00CTEXXEHHSI 010 MPUIATHOCTI JI0 3aHSTh CIOPTOM
Ta JIIKYBaHHS BiATOBIIHO IO YAHHUX PEKOMEHIAIIIM

Ilepconany criOpTUBHUX 00’ €KTIB PEKOMEHIYETHCS
y y

npoxoautu HaBuaHHs CJIP Ta Bukopucranus A3/] I C
(AED) [5, 35]

Crain poO3MISIHYTH MOMKIIUBICTH OIIIHKH CEPIIEBO-
CYAMHHOI CUCTEMH CITIOPTCMEHIB, 5IKi OEpyTh y4acTh lla C
y 3MaraHusx, rnepej ix nouatkom [2, 20, 21, 25]

Cnig BpaxoByBaTH, 110 OLIHKA CEPLIEBO-CYIUHHOI
CHCTEMH MOJIOUX (MeHile 35 poKiB) CHOPTCMEHIB, Ia C
K1 OepyTh Y4acTh y 3MaraHHsIX, BKIJIIOYAa€ aHAMHE3,
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bi3uKasbHe OOCTEXEHHS Ta TMpoBeIeHHA 12-
kananeHoi EKIT [21, 24, 28, 38]

aKnac pexomeHarii.

bPiBeHb 0Ka30BOCTI

CPJI, cepueBo-nereneBa peanimartiss; A3/], aBromarmuni 3oBHIimHI medidpmmstopu; CC3, ceprieso-
cyauHHi 3axBoproBanHs; PCC, panToBa cepieBa cMepTh

8.4. Cunapom Boabpa-Ilapkincona-Yaira

VY marmienTiB i3 cuaapomom Bombda-Ilapkincona-Yaiita (WPW) HaltmommpeHimoro
aputMmieto € AB pi-entpi Taxikapmaist (ABPT, 80%), nactymHoro € dhiOpuisiiis mepeacepab
(20-30%). PCC, BropunHa 10 ®II 3 mepen30yKeHHSIM ILTYHOUYKIB, IO MPHU3BOIUTH JI0
O, € HalicTpamHimuM mposiBoM cunapomy WPW. Pusuk 3ynunku cepus abo @I y
HEJIIKOBAHUX MaIieHTiB 13 cuHapoMoM WPW omiHtoetrbest Ha piBHi 0,9-2,4 na 1000
moauHo-pokiB [40, 41]. Benenns nariientie 3 WPW HemoaBHO Oyiio HEperyisIHYTO Y
HacranoBax ESC 2019 poky miomo Benmennst mamieHTiB 3 CBT [47], Ta oHOBieHi 3
0COOJIMBHM aKIeHTOM Ha criopreMenax y 2020 pori [42]. Y mamieHTiB 3 epea30ymKeHHIM
nuTyHOUKiB Ta cumnromatuunoro ABPT pexomenayerbes katetepHa abmsiisa (kiac I). ¥V
0€3CMMIITOMHUX TMAIIEHTIB 3 Iepea30y/HKEHHSIM IIUTYHOUKIB, sIK 1HBa3uBHA (kiac I1a), Tak 1
HeinBa3uBHa (kiac IIb) ominka € Bapiantamu ctparudikanii puzuxky PCC.

VY Toli yac gk kaTeTepHa absLis peKOMEHIYETHCS Al O€3CUMITOMHUX J10AaTKOBUX
NUIAXIB 3 O3HAKaMU BUCOKOTO pU3UKY (kiac 1), kimiHiuHoro crnocrepexxerns (kiac [la) abo
karerepHoi abusii (kiac IIb) € BapianTaMu, 110 rpyHTYIOTECSA HAa 1HHOPMOBAHOMY BHOODI
naiieHTa. [{e pilieHHs MOBUHHO BpPaxOBYBAaTH JIOKAJI3allll0 JOJAATKOBOIO IUISIXY, JOCBIJ
JOKaIbHOI a0sii 1 ToM (akT, 0 M Yac CHOCTEPEKEHHS YacTO PO3BUBAIOTHCSA
cumnromatnyHi aputmii [43]. V nemiarpuuniit nomynsuii CBT, cnpuyrHeHy CUHAPOMOM
WPW, 3a3Buuaii, MO>)XKHa KOHTpOJIOBAaTH (hapMakKoJIOTiYHO, a JOJATKOBI LUISIXH YacTO
BTPAYar0Th aHTETPAIHY POBIIHICTE y eI poku kuTTs [44]. YV aiteii 3 6€3CHMIITOMHUMU
JIO0JATKOBUMHU IUISIXaMH JI0 8 POKIB cTpaTtudikallis pu3uKy He peKoMeHayeTbes [45].

Komenmap pobouoi zpynu: 3a pivueHHAM MYTbMUOUCYUNTIEHAPHOT poOOUOi epynu 6
oaniil Hacmanosi ne nageoeno onuc po3oiny 8.5. «Illpoghinaxmuxa panmoeoi cepyesoi cmepmi
V. 1100ell NOXUNI020 BIKY» Y 368 3K) 3 HEAKMYAJIbHICHIO NPAKMUYHO20 BUKOPUCHAHHSL 8 OUMSYILL
nonynayii. 3 nosnum mexcmom Guidelines for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death. Developed by the task force for the
management of patients with ventricular arrhythmias and the prevention of sudden cardiac
death of the European Society of Cardiology (ESC). Endorsed by the Association for European
Paediatric and Congenital Cardiology (AEPC) (2022) mooicra oznatiomumucst 3a nocunanusim
https://academic.oup.com/eurheartj/article/43/40/3997/6675633
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9. Ki1rouoBi moBiToMJIeHHSA

9.1. 3arajabHi acnekTH

- IligBumenHs noctynHocTi AediOpUIISITOPIB y TPOMAJChKOMY JOCTYIl Ta HaBYaHHS
HaceJeHHsT 0a30BMM 3axofaM 3 MIATPUMKH JKUTTS € KIIOYOBUMHU €JIEMEHTaMU IS
MOKPAIICHHS BUKUBAHHS MTOCTPAKIATNX BiJI MO3aJTIKAPHIHOI 3YITMHKHU CEPIIS.

- BnpoBamkeHHs [0 KIIHIYHOI MPaKTHKU —KajdbKyisTtopiB pusuky PCC Ta
[IUTYHOYKOBUX apUTMid, TOBHHHI BIAMOBIAATA Y3TOKEHUM BHUCOKUM CTaHIapTaMm
PO3pOOKH, 30BHINIHBOI BaIiIAIlli Ta 3BITHOCTI MOJIEJIEH MPOTHO3YBaHHSI.

- TlamieHTH 3 TEHETMYHUMHU KapAiOMIONATIIMH Ta AapPUTMIYHUMH CHHIpPOMaMU
MOTPeOyIOTh TCHETUYHOTO TECTYBAaHHS, SIK pyTUHHOT YaCTUHU iX JIIKyBaHHS.

- T'enetnune TecTyBaHHS 1 KOHCYJIBTYBaHHS BUMAraroTh JOCTYMY JO EKCIEPTHOI
MYJIBTHIUCIMIUTIHAPHOT KOMaH/IH.
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- CucrematuuHe OOCTEeXKEHHs 0CI0, SKI TEPEeXWIM 3YINUHKY Ceplsl, BUMAarae
MYJIBTUMOIATIBHOTO M1IXOMY.

- B ycix Bunaakax pantoBoi cMepTi y Billl 10 50 pokiB peKOMEHIY€ETHCS TPOBEICHHS
KOMIUIEKCHOTO PO3THHY.

- Kuniniko-renernune o0cresxxenns nomepnux Big CPAC Ta ixHIX pOAUH MPU3BOAUTD
710 BCTAaHOBJICHHS JA1arHO3y T€HETHYHOI XBOPOOH CEpIlsl Y 3HAYHOT YACTKHU CIMEH.

- EnextpuunHuii mrtopM, 1o He MiJAAETHCS METUKAMEHTO3HOMY JIIKYBaHHIO, BUMAarae
HAsIBHOCTI MEPEIOBUX METO/IIB KaTETEPHOI a0JIsAIlli, MEXaHIYHOT MIATPUMKH KPOBOOOITY Ta
ABTOHOMHOI MOJTYJISIII.

- IIpwu posrasai nepesar IK/ Teparii ¢itiji BpaxoByBaTH KOHKYPYIOUl (DAKTOPH PU3UKY
HEApUTMIYHOI CMEPTI, a TaKOK MoOaKaHHS TMalllEHTa Ta SIKICTh HOTO KHUTT.

9.2. CTpyKTYpHi XBOpoOHM cepust

- Karerepna abOnsuis pexomeHgoBaHa mnaunieHTam 3 IXC Ta peuuauByrOuOIO
CUMITOMaTUYHOIO CTiiikor0 MoHOoMop¢Howo 1T, He3Bakaroum Ha MOCTIMHY Tepamito
aM101apOHOM.

- Karerepna a0:siis € nepiioro JiHiero aikyBanHs LIIEC-1naykoBaHo1 kapiomionatii.

-V nauientiB 3 HKMIT/JIKMII nokazanus nns immianTanii IK]{ 3 meToro nepBUHHOT
npouIakTuku He mnoBHHHI oOmexyBatucs OBJIII <35%. BaxniuBo BpaxoByBaTH
J0JIaTKOB1 (pakTopu pu3HKy (Hanpukiaa, MPT ta renetnuHi pakTopn).

- Ilamientu 3 mytaniero LMNA noTpeOyroTh 0CO0IMBOI cTpaTtudikalli pu3nKy 1010
PCC.

- IMamientn 3 AKIIII maroTh BHCOKMI TOKa3HUK anekBatHOl Tepamii IKJI, sxi He
000B'SI3KOBO MOXKYTh OYTH KJIacu(PiKOBaHI, K )KUTTEBO HEOOXITHI.

- Baminosanmii kanbkynsrop pusuky (HCM Risk-Kids score) kopucHuii Juisi OLIHKA
pusuky po3Butky PCC y narienti 3 'KMII Bikom 10 16 poxiB.

- [lamieHTiB 3 MIOTOHIYHOIO AUCTPO(Di€I0 Ta CEPHEOUTTAM, IMiO3POI0 HA APUTMIIO,
HEMPUTOMHICTh a00 TIepepBaHy panTOBY CMEPTh HEOOXITHO OOCTEKUTH 3a JIOMOMOTOIO
1HBa3UBHOTO €J1EKTPO(]Pi310J0TIIHOTO TOCTIIKEHHS.

- ¥V nauieHTiB 3 npoonepoBaHoio TeTpanor Pamio ta MoHomopdHoto LT karerepHa
a0JIALlis € HaKpalliM METOAOM JIIKYBaHHS.

9.3. IlepBuHHI eJ1eKTPUYHI XBOPOOHU cepus
- Hanmonon a6o mpompanosion € kpamnumu 6era-01okatopamu y mariedTiB 3 LQTS Ta
KITHT.
- YV oOescumntomHux mnamieHTiB 3 LQTS wMoxe OyTH KOPUCHHM pPO3paxyHOK
apuUTMIYHOTO pU3HKYy (1-2-3 KanbKynsTop pU3uKy).
- Ilarrepn EKI tuny bpyrana 1, cipoBokoBaHuil 610KaTOpOM HATpi€eBUX KaHAJIB, 3a
BIJICYTHOCTI 1HIIIMX PE3YJIbTATIB HE € OCHOBOIO IS AlarHO3y cUHApoMa bpyrana.
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- Crpatudikauisa puzuky PCC y 6e3cMMITOMHHX MaIi€HTIB 3 CHHApOMOM bpyraza 31
crionTanHuM narrepHoMm EKI' 1 tuny 3anummaerscst cynepewimsoro.

- Pyrunna xatetepHa aOisilis HE PEKOMEHAYETbCS Yy O€3CHMIITOMHHX MAlli€HTIB C
cuHapomoMm bpyrana.

- Jiarno3 imionatuuyroi DIl Bumarae BUKIIOUEHHS CTPYKTYPHOI, KaHaJIbHOI abo
MeTabOoII4YHOT eT10JI0r 1.

- IlaTtrepn paHHBOI penoyisspu3allii Moxke OyTH JTOOPOSKICHOW 3HAXiAKOK 1
BIJIPI3HSETHCS BiJl CHHIPOMY PaHHBOI pEMoJIsIpr3aIiii.

- Jlenepmartisg JIBUX BIJJIUIIB CepLs BIAITPAae BAXIJIMBY POJb y JIIKyBaHHI MAIlI€HTIB 3
KIIIIT Ta LQTS.

10. ITpo0Js1eMu 10Ka30BOCTI

10.1. 3araabHi acnekTu

- Y 0e3cumMnTOMHHUX 0CI0 y 3arajbH1id MOMYJISIIi HEOOXI1/IHI TOYHI CKPUHIHTOBI TECTH
JUTSI BUSIBJICHHS CEPIIEBUX 3aXBOPIOBaHb, MoB's3aHux 3 PCC.

- HeBigomuii onTuMaabHUN TPOMDKOK Yacy MK MOBTOPHUMH HEIHBAa3UBHUMHU Ta
1HBa3MBHUMHU MPOTHOCTUYHUMU TecTaMu y nanieHTiB 3 PCC y pa3i HeraTuBHOTO pe3yibTary
TECTIB.

- HeoOxinHa mokpareHa OliHKa TeHETUYHUX BaplaHTIB 3 HEBU3HAYEHUM 3HAYCHHAM
Ta UMOBIPHUX MMaTOI€HHUX BapiaHTIB.

- KopucHicTh OIIHKM MOJITE€HHOTO pU3MKY y maiieHTiB 3 puzukom PCC motpebye
[MOAJIBIIOTO JOCIIKEHHS.

10.2. CTpyKTypHIi XBOpOOH cepus — 3arajibHa YaCTHHA

- JloBroctpokoBa Oe3rneka Ta epextuBHICTh miamkipaux [K/] HeBimoma.

- Ponp mepBunHOI mpodimaktuuHoi Tepami IKJ[ y mamientiB 3 CH 1 momipHO
3HUKEHOI0 a00 30epexkeHOI0 (PPaKIi€r0 BUKUY CUCTEMAaTUYHO HE BUBYAIaCs.

- OnrumalibHi METOJMKHU ISl MPOBEACHHS KapTyBaHHs cyOctpaty Ta a6smsmii LT
3QJIMIIAI0THCS] HEBU3HAYEHUMU.

- He Buznauena posap immnanTanii IKJ[ y namienTis 3 repminanbHo0 craaiero CH, ski
MIATPUMYIOThCS HEMyJIbcoBUM LVAD cyyacHOro mOKOJIIHHSL.

10.3. InionaTMyHa NIYHOYKOBA €KCTPACHCTOJIis/IITTYHOYKOBA TaxXiKapais
- IloTpeOye Bu3HAUECHHS pOJIb KaTeTepHOI absLii a00 aHTUAPUTMIYHOTO JIIKYBaHHS y
namieHTiB 3 0e3cumnroMHuMU, yactuMu LIIEC 1 36epexenoro cepiieBoro QyHKITELO.

10.4. Imemivna xBopo0a cepus
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- Hesigomo, ski mamieHtTn 3 xpoHiyHOW IXC 1 BHpakeHHMMH MOPYIICHHSIMU
ckopoTiuBocTi JILII matoTe HU3bKUI pusuk po3Butky PCC.

- Ponp MPT 3 mapamarHiTHUMU KOHTPaCHHUMH 3aCO0aMHM, 110 MICTSTh TaJ0MiHIA IS
ctpatudikamii puzuky PCC npu xponiuniii IXC e 3'scoBana.

-  HeoOximai PKJl ams BuszHadennst pomi IKJ[ micas ycmimmoi abmsmii LT mpwm
xponiuniii [XC 3 momipHo 3HMKEHOI0 200 30epekenoro OBJIIII.

10.5. Kapaiomionarii

- Hesinmomo, uu kapaiomionaris, cnpuunHena LIIEC, € caMocTiifHUM AiarHO30M, 4d
HE0OX1/THa MONePeIHs CXWIBHICTD JI0 HEl.

- Ilpornoctuyna uiHHICTH pe3ynbTariB MPT 3 mapaMarHiTHUMH KOHTPACHUMH
3aco0amu, 10 MICTSTh TaJ0iHIN (HampUKIad, XapakTep 1 KUIbKICHA OIlIHKa HaKOTTUYEHHS
MapaMarHiTHUX KOHTPacHUX 3aco0iB, IO MICTATh TafOJIIHINA) sl 1HAWBIAYyaJbHOI
crpatudikamii puzuky PCC y namieHTiB 3 capkoinozom cepiisi, ' KMIT ta IKMIT/TTHKMII
HE 3'1COBaHA.

- HeoOxinHi gocmipkeHHsT AJisi BUu3HadeHHsa poii EDJ] y mamieHTiB 3 capkoigo3oM
cepust ta JKMIT/I'HKMIL, siki MmaroTh NOMIpHO 3HMKEHY a00 30epexeHny cepleBy (yHKIIIIO
Ta HAKOIMYEHHS MMapaMarHiTHUX KOHTPACHUX 3aco01B, IO MICTATh rajgoiiHiii npu MPT
ceplisl.

- IIpocnexkTuBH1 AaHl MO0 3B'SI3KYy MDK IHTCHCHBHICTIO Ta TPHUBAIICTIO (DI3UUHOTO
HABAaHTAKEHHS Ta MPOSBOM 1 THKKICTIO (DeHOTUIy Yy 3a0poBuX HociiB mytamii AKIIII
BIJICYTHI.

- Poup IKJI micist yemimaoi a6siii y marientiB 3 AKIIII, siki MaroTh reMOIMHAMIYHO
neperocumy T, norpedye BUBUCHHS.

- JlaH1 mo10 KIHIYHOTO PEe3yJIbTaTy, MPEIUKTOPIB apUTMIYHUX MO/I1H Ta TOKa3aHb 10
nikyBaHHs, B ToMy uncii IKJ[ Tepamii, moTpe0yroTh MoJanbIIoro BUBUEHHS Y NAIIEHTIB 3
O1BEHTPUKYJISIPHOIO Ta J1BOJOMIHAHTHOIO APUTMOT€HHOKO Kap110MIOMATIEO.

10.6. Knananui Bagu cepus
- IcHye Opak 3HaHb ais BusiBieHHs naiieHTiB 3 [IMK, ski Hanexxarb 10 TpyNu pU3HKY
11010 ILTyHOUKOBUX aputmiii Ta PCC.

10.7. BpoaxeHi Baau cepus
- Icnye Opak 3HaHb 111010 aOCOMIOTHOTO PU3UKY PO3BUTKY ILTYHOYKOBUX apUTMIN Ta
PCC mpu BpomkeHUX Bajax cepus, ski OyJIM CKOpPEroBaHi 3a JONOMOIOI CYy4aCHHUX
XIpypTiuHUX METOJIUK.

10.8. IlepBuHHA eJleKTPUYHA XBOP0Oa
- HeoOxinHi mepexkoHNMBI JT0Ka3M HAa MIATPUMKY MPOQPIIAKTUYHOTO BUKOPUCTAHHS
IK]/] Ha nqomaTtok 10 MEIMKaAMEHTO3HOI Teparii 6eTa-0i0kaTopaMu Ta reHHO-CIeupiuHOi
Tepamnii y nauienTis 3 LQTS.
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- IlotpibHO Oinblie JaHMX Ui BU3HAYEHHS POJIi CUMIATHYHOI JEHEpBalii cepus Ta
IK/J1 y mamientiB 3 LQTS BHuCOKOTO pU3HKY, SIKI HE IEPEHOCITh METUKAMEHTO3HOI Teparii.

- HeoOxiaHi yAOCKOHaJIEHI IHCTPYMEHTH J1arHOCTUKH Ta CTpaTU(]iKaiii pu3uKy I
0€3CUMNTOMHUX TAIll€EHTIB 3 CHUHApPOMOM bpyraga Ta mifo3por0 Ha CHUHAPOM DPAHHBOT
penosapu3arii.

- Ilotpebye momganbmIOr0 BUBYEHHS pPOJIb E€HAOCHIKAPAIATBHOTO KapTyBaHHS MAJis
BUSIBJICHHS JIOKAII30BaHUX CTPYKTYPHUX 3MiH, TOTEHIIIITHO MOB's13aHuX 3 i11onaTuaHo0 DI
Ta MPHUILIBHOI KaTeTepHO1 a0JIAIIi.

- HeoOxinHi 70BrocTpokoBi aaHi 1moa0 ehektuBHocTi IK][ mopiBHAHO 3 BiJICYTHICTIO
IKJ] y martienTiB, siki nepeHecau KIIIIT ta 3ynuHKy cepiis.

- HenocratHbo 3po3ymisio, YoMy XIHKH MaioTh HU3bkUil pusuk PCC, mos'szani 31
CIIOPTOM.



