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3arajnbHa yacTuHa

HMiarno3: CepiieBi kaHajgonaTii y aiTei

Koau crany a6o 3axpoproBanns. HK 025:2021 «Kanacudikarop xBopod Ta
CIIOPiHEeHUX MP00JIeM 0XOPOHH 310POB’sD»:

146 3ynunka cepis

146.0 3ynuHKa cepiist 3 BAAIMM BiTHOBJICHHSIM CEPIIEBOI TIsITEHOCTI

146.1 PanitoBa cepiieBa CMEPTH, K Taka

146.9 3ynuHka cepiisi, HEyTOUHEHa

147 IlapoxcusmalibHa Taxikapis

147.2 [llnyrHoukoBa Taxikapais

149 IHII mOpyIIeHHS CEPIIEBOTO PUTMY

149.0 ®16pussList Ta TPIMOTIHHS MUTYHOUKIB

Po3poOHuku:

bekeroBa
I'anuna
Bononumupisaa

Pynenko
Hanigs MuxkosaisHa

['onuapsp
Maprapura
OnekcanapiBHa

boituenko
Anwona JIMutpiBHa

Canina Ipuna
OnekcanapiBHa

byunea Ounbra
Bononumupisaa

JlopoHiH
Onekcanap
Bonogumuposnu

npodecop kadeapu neaiarpii, IUTII0T HEBPOJIOTIi Ta METUYHOT
peabimirTanii HanioHaibHOrO YHIBEpCUTETY OXOPOHHU 310POB’S
iMen1 [LJL.Iynwuka, unen-xkopecnnonaeHT HAMH Vkpainu,
excriepT MO3 Ykpainu, 3aCTyIIHUK TOJIOBH poO0OYOi Ipyny;

3aCTYIHUK TEHEPAJIbHOTO JUPEKTOpa 3 HAyKoBOi poOOTH
Kapjiosoriunoro mpodumo JlepxkaBHoi ycranoBu «HaykoBo-
MPaKTUYHUN MEIWYHHMM IIEHTp JWUTSIY0i Kapjioiorii Ta
Kapaioxipyprii MiHiCTepCcTBa OXOPOHHM 3A0pPOB’Sl YKpaiHW»,
wieH-kopecnonnenT HAMH Vkpainu, 3aBinyBau kadeapu
IUTA4Y0i  Kapziosiorii  Ta  Kapaioxipyprii HamionanbHOro
YHIBEPCUTETY OXOpPOHHM 370poB's Ykpainu iMeni [L.JI.Iynuka;

3aBigyBau kadenpu memiatpii Nel Ta  HeoHaTomoOrii
XapKiBCHKOTO0  HAI[IOHAIBHOTO MEIMYHOTO  YHIBEPCHUTETY,
npodecop;

noteHT kadenpu negiatpii Ne 1 ta Heonatomorii XapKiBCbKOTO
HAI[IOHAJILHOTO METUYHOTO YHIBEPCUTETY;

noneHT kadenpu neniarpii Ne 1 Ta HeoHaTOJI0T1T XapKiBCHKOTO
HaI[lIOHAJIBHOTO MEIMYHOTO YHIBEPCUTETY;

3aBiAyBay BIJIJICHHS KapA10Xipyprii Ta maTojorii KpoBooOoIry
HepxaBHOi ycTaHOBH «IHCTUTYT 3arajibHOi Ta HEBIJIKJIAIHOI
xipyprii imeni B.T.3aiinieBa HamionansHO1 akagemMii METUIHUX
HayK YKpainu», npodecop kadeapu xipyprii Nel XapkiBCbKoro
HaIlIOHAJIBHOTO MEAUYHOTO YHIBEPCUTETY;

JIOLIEHT KadeApu UTAYO0I Kapaioyorii Ta Kapaioxipyprii
HamionansHOro yHIBEpCHUTETY OXOPOHU 3A0POB'st YKpaiHH
imeni  [LJL.Iynuka,  mikap-xipypr  CepLEBO-CYIUHHHI



MemkoBa
Mapuna CepriiBHa

BUIJIUICHHS €JIEKTPO(]i310JI0Tii Ta pEHTreXipypriyHuX METOJiB
JIKyBaHHS TOpPYIIEHb PUTMY cepls JlepkaBHOI ycTaHOBH
«HaykoBo-TIpakTHUHUI MEIUYHUN LIEHTP TUTIYOI Kapaiojorii
Ta Kapaioxipyprii MiHicTepcTBa OXOPOHHU 3/I0POB sl Y KpaiHw;
3aBiyBay BiJIUICHHS eJIeKTpodi3ionorii Ta
PEHTTEHXIPYPriYHUX METOIB JIIKYBaHHS MOPYIICHb PHUTMY
cepus JepxxaBHoi yctaHOBU «HayKoBO-TIpaKTUYHHUN MEUYHUI
HEHTp IUTSIY01 Kapaioiorii Ta kapaioxipyprii MiHicTepcTBa
OXOPOHM 37I0pOB’sl YKpaiHH.

MeToanyHuii cynposia Ta inpopmaniiHe 3a0e3ne4eHHA

['ynenko
Okcana [BaHiBHA

[HIunkina
Omnena
OnekcanapiBHa

Penenzentu:

XKapinos Oxner
HNocudosuu

KpaBuyk bopuc
borpanosuu

3aCTYNHUK AUPEKTOpa JCMapTaMEeHTy - HAYaJIbHUK YIPABIIHHS
CTaHJapTU3alli MEAMYHOI Ta peaduTTalIiHOI JIOMOMOTH
JlenapTameHTy cCTaHAapTiB y cdepl OXOpOHU 30pOB’S
JlepxaBHOTO MiANpUEMCTBA «Jlep>kaBHUIM EKCHEPTHUM IEHTP
MiHicTepcTBa OXOPOHHU 310POB’Sl YKpaiHM», 3aCTYITHUK TOJIOBH
po00YO0i rpynu 3 METOAOJIOTIYHOTO CYIIPOBOIY;

HavyaJbHUK BIIIUTY CTaHAAPTH3ALI1 MEIMYHOI Ta (hapMarieBTUIHO1
JOTIOMOTH  YIOpPAaBJIIHHS ~ CTaHAapTH3alli  MEAMYHOI  Ta
peabumiramiitHoi gomoMoru JlemapramMeHTy CTaHAapTiB y cdepi
OXOpPOHM 310poB’st JlepkaBHOro miAnNpueMcTBa «JleprxkaBHu
eKCIepTHUM HeHTp MiHicTepcTBa OXOPOHH 3A0POB’ ST Y KpaiHW».

3aBigyBay Kadeapu byHKII10HATBEHOT J1arHOCTUKH
HarmionansHOTO yHIBEPCHUTETY OXOPOHHM 370pOB’S YKpaiHu
imeni I1. JI. lllynuka, n.mem.H., nmpodecop;

3aBiJlyBau BIJIIJICHHSA JKYBaHHS apUTMIit 3
peHTreHonepailiifHoro HarioHaabHOTO 1HCTUTYTY CEpIIEeBO-
CYIIMHHOI Xipyprii imeHi M.M.Amocoga.

Ileperasia cranaapTy Meau4Hol qonomMoru 3amianoBano Ha 2030 pik



Cnmcok cCkopo4eHb

APIIK
I'KMII
I'KC
JAIKMII
EIT
EKT
E®/I
ExoKI'
K3A
303
IK]T,
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KT®
KITIT
KT
JI3
JILIT
MPT
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I1PP
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CPP
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@I
oI
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LITA
HIEC
LT
oI
LQTS
SQTS

dopma
Ne 025/0

apUTMOTCHHA MIPaBOIILTYHOYKOBA KapAioM10MaTis
rinepTpodidHa Kap1oMionaris
TOCTPUM KOPOHAPHUIN CHHIPOM
JTUIaTalliifHa KapaioMionaTis
CJICKTPOIMITYJIbCHA TepaItist
eleKTpoKapaiorpadis
eNeKTpo(1310JI0TTIYHE JOCITIKCHHS
Exokapmiorpadis

KUTTE3arPO3JIUBI ApUTMIT

3aKJIaJl OXOPOHU 3/10POB’A
IMIUTAaHTOBAaHUM KapAioBepTep-aedi0puiIssTop
KJIIHIYHUN MapHIpyT Mali€eHTa
KopuroBaHa tetpaaa Pamio
KaTexoJlaMiHepriyHa noJiMop¢Ha MUTYHOUKOBA Tax1Kap/is
KOMIT I0T€pHa ToMorpadis

JKapChKi 3ac00U

JBUN MUTYHOYOK
MarHiTHO-pe30HaHCHA ToMorpadis
MOHOMOpP(HA UTYHOUKOBA TaXiKapIis
NaTTEPH PaHHbO1 PENOSIpU3aLlii
noiMop(¢Ha NUTYHOUKOBA TaXiKapiis
panToBa 3yImuHKa CepIis

panToBa cepieBa CMepTh

cuHIpoM bpyrana

CUMIIaTUYHA JIEHEepBaLlis cepus
CTaHAApT MEIUIHOI JOTIOMOTH
CUHAPOM PAHHBOI PENOJIAPU3AIIii
CTPYKTypHa XBopoOa cepIis
b16puIsILis epeacepab

Gb10pUIIAILIIS UTYHOYKIB

4acTOTa CEePIEBUX CKOPOUYCHB
[IUTYHOYKOBA apUTMisl

IUTYHOYKOBA €KCTPACHUCTOIIS
IUTYHOUKOBA TaxiKap/is

Gb10pIIALIS ILTYHOYKIB

CUHAPOM NOJI0B)KEHOT0 1HTepBaimy QT
CHUHAPOM BKOpoUdeHOTo iHTepBamy QT

dbopma nepBUHHOI 00J11K0BOT TokyMeHTallli Ne 025/0 «MeanyHa kapTa
amOymnatopHoro xBoporo Ne  » Ta IHCTpYKIIisS 3 T 3alOBHEHHS,
3aTBEp/KeHA Haka3oM MiHiCTepcTBa OXOPOHH 3710POB’st YKpaiHH Bif
14 mrororo 2012 poky Ne 110, 3apeectpoBanum y MiHicTepCTBi
roctuiii Ykpainu 28 kBiTHsa 2012 poky 3a Ne 669/20982



dopma dbopma nepBuHHOT 00:11K0BOT JoKyMeHTali Ne 003/o0 «Menuuna kapTta

Ne 003/0 cTallioHapHOro XxBoporo Ne » Ta 1HCTPYKIis 3 ii 3alOBHEHHS,
3aTBep/KeHa Haka30oM MIiHICTepCTBa OXOPOHU 3/10POB’sl YKpaiHU Bij
14 motoro 2012 poxy Ne 110 (y pemakuii Hakazy MiHicTepcTBa
oxopoHU 310poB’s Ykpainu 21 ciunsg 2016 Ne 29), 3apeectpoBaHuM B
Miwnicrepctsi toctuttii Yikpainu 28 kBiTHs 2012 poky 3a Ne 662/20975

®dopma dbopma mepBuHHOI 00MiKOBOi mokymeHnTarii Ne 112/0 «IcTopis

Ne 112/0 PO3BUTKY AUTHHH Ne » Ta IHCTPYKIIis 3 ii 3alIOBHEHHS, 3aTBEpHKEHA
Haka3oM MiHICTepCTBa OXOPOHHU 3A0POB’sS YKpaiHM Bif 28 JHIHS
2014 poxy Ne 527, 3apeectpoBaHuM y MiHICTEpPCTBI IOCTHINT YKpaiHU
13 ceprias 2014 poky 3a Ne 976/25753

Crannmapt meandnoi gornomord (mani - CM/I) «CepiieBi kaHanonatii y JiTei»
po3po0JiIeHO BIAMOBIAHO 10 MeTOoAMKH, 3aTBEpIKEHOI Haka3oM MiHicTepcTBa
oxopoHu 310poB’st Ykpainu Ne 751 Big 28 BepecHsa 2012 poky «IIpo ctBopeHHs Ta
BIIPOBA/KEHHSI MEIMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHJIapTHU3alii MeIu4yHOi
JIOTIOMOTH B cucTeM1 MiHICTEpCTBA OXOPOHH 3JI0pOB’sl Y KpaiHW», 3apEECTPOBAHOTO B
Minicrepctsi toctuuii Ykpainu 29 mucronaga 2012 poxy 3a Ne 2001/22313. CM/
po3pobsiecHo Ha ocHOBI KIIIHIYHOI HAacTaHOBH, 3aCHOBAHOI Ha JI0Ka3ax
«KuTTe3arpo3nuBl TaxiapuTMii y JITE€H», IO IPYHTYEThCSI Ha PUHIIMIAX JOKa30BO1
MEAMIIMHHU, 3 YpaxXyBaHHSIM CydaCHUX MDKHAPOJIHUX PEKOMEHIAI. 03HAHOMUTHUCS 3
KO0 MOJKHA 3a mocuianHsM https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-
klinichni-nastanovi/.

Ha w™omenT po3pobku manoro CMJl y 1HCTPYKIIAX IS MEIUYHOTO
3aCTOCYBaHHS JESKMX aHTHAPUTMIYHUX JIKApChKUX 3aco0iB, IO 3aTBEPIKEHI
MiHicTepCTBOM OXOpPOHHM 370pOB’Sl YKpaiHu, BIJICYTHI TMOKa3aHHS a00 ICHYIOTb
OOMEXEHHS MIOA0 iX 3acTOCyBaHHs y AiTed. Bimmosigmo mo crarri 44! 3akomy
VYkpainu «OCHOBH 3aKOHO/IaBCTBA Y KpaiHU IPO OXOPOHY 3/I0POB's», HE3apeeCTPOBAHI
JIKapchki 3acobu abo 3apeecTpoBaHl JIIKAPChKI 3aco0M 3a TOKa3aHHSIMHU, HE
3a3HAYEHUMHU B IHCTPYKILII JJ8 MEAUYHOIO 3aCTOCYBAaHHA YW  KOPOTKIA
XapaKTEPUCTHIIl JIKAPChKOro 3acoly, MOXYTh BHUKOPHUCTOBYBAaTHCS B IHTEpecax
BUJIIKYBaHHS OCOOM JIMIIIE 32 YMOBH OTPUMAaHHS MUCbMOBOI 3r0JIU Malll€eHTa a00 MOro
3aKOHHOTO MPEACTaBHUKA.

CrtocoBHO 0coOu BikOM 110 14 pokiB (MaJIoNITHBOI OCOOM) 3a3HAYEHI JIKAPChKI
3aCO0M MOXXYTh BUKOPHUCTOBYBATHCS 3a HAsBHOCTI MHUCHMOBOI 3roju ii OaThKiB
(omHOTO 3 0aTHKIB) a00 THIIMX 3aKOHHUX MPEICTaBHUKIB (3aKOHHOTO MPEJCTaBHUKA),
a cTOCOBHO 0coOu BikoM Bia 14 10 18 pokiB - 3a ii MHUCEMOBOIO 3T0I0K0 Ta TUCEMOBOIO
3ro1010 11 6aThKIB (0THOTO 3 OaTHKIB) a00 IHITUX 3aKOHHUX MPEACTABHUKIB (3aKOHHOTO
npeacraBHuka). [Ipym oTpuMaHHI 3ro M Ha 3aCTOCYBaHHS TaKWX JIIKAPCHKHUX 3acO0IB
0c001 Ta/ab0 i 3aKOHHOMY TPE/ICTABHUKY Ma€ HaJaBaTHCS MOBHA 1H(OpMaIlisa mpo
T, METOAH, MOOIYHI e(EeKTH, MOXKJIMBUN PHU3UK Ta OYIKyBaHI PE3yJbTaTH BiJ
3aCTOCYBAaHHA LIMX JIKapChKUX 3ac00iB, HASIBHICTh UM BIJACYTHICTh aJbTEPHATUBHUX
BapIaHTIB JIIKYBaHH..


https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/
https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/

Po3zain I. Opranizanisa HaJaHHsI MeIUYHOI JOMOMOI'H JIiTAM 3 CepUEeBUMM
KAaHAJIONATiIMH.

1. Mos0:KeHHA CTAHAAPTY MEIMYHOI JOMIOMOTH

Menuyna nonomora marfieHTaM JUTSYOTO BIKY 3 CEpLIEBUMH KaHAJIOMATisIMU
HAJAETHhCS Y 3aKIaax 0XopoHu 30poBs (Ham — 303), M0 HAMATh CIIEMiali30BaHy
MEIUYIHY JOTIOMOTY JITSIM.

Jlikapi 3arajibHOT MPAKTUKW — CIMEWHI JIiKapi, JiKapi-meaiaTpu, Jikapi 1HIIUX
CHeliaIbHOCTe! MOBUHHI OyTH 0013HaH1 100 OCHOBHUX (PAKTOPIB PU3UKY, KIIIHIYHUX
MPOSIBIB Ta mepediry ceprieBUX KaHAIOMATIH y JUTSYOMY BIIli, IO TMPEACTABICHI
JEKITbKOMa KIIHIYHUMU CHHIPOMAaMH, MalOTh Pi13HY €TI0JOTiI0, ajie MoAi0H1 KIIiHIYHI
MIPOSIBH.

2. OOrpyHTYBaHHS

Panns miarHocTrka Ta Mo4yaToK JIIKyBaHHS JiTeH 13 CeplieBUMHU KaHAJIOMATISIMU
COpUsiE€ TONMEPEDKEHHI0O BAXKKUX, HEOE3NMEeYHUX [JIsl SKUTTA YCKJIQJHEHb Ta
30€pEKECHHIO 1 MOKPAIICHHIO SKOCT1 iX XHUTTA. EpekTrBHA Ta TiCHA B3aeMOIisI MIXK
yYYaCHUKaMHU TIPOIIECy: JKap-KaploJor-IUTAYMN, JIKap 3arajdbHOi MPAKTUKA —
CIMEMHM JTiIKap 3 OJIHIET CTOPOHU Ta MaIl€HT/0aThKH, 3aKOHHI TPEACTABHUKU JTUTUHH
3 IHILOT - € HAMKPALIO0 IPAKTUKOIO JIIKYBAHHS AITEH 3 CEpLIEBUMU NATOJIOTISIMU.

3. Kpurepii ikocTi MeAMYHOI JOMIOMOTH

O00B’s13K0BI:

1) miTk 3 MiZO3pOK0 HAa TOPYIICHHS CEPIICBOIO PUTMY 3 METOI PAHHBOTO
BCTAHOBJICHHS J[IarHO3y Ta CBOEYACHOTO MPU3HAYCHHS JTIKYBaHHS HAMPABIISIOTHCS JI0
303, 110 HajJa€ crieniaii30Balny MeIUYHY JOMOMOTY JIITSIM 3 MaTOJIOTIE0 Cepls;

2) HasIBHICTD JIOKAJILHO y3TOJKEHUX TUCHMOBUX JJOKYMEHTIB, 1110 KOOPJIUHYIOTh
Ta IHTETPYIOTh MEJWYHY JOMOMOTY JUIsl 3a0€3MeUeHHs CBOE€YACHOTO HAIpaBJICHHS,
J1arHOCTUKH Ta JIIKYBaHHS JITEH 3 CEPIICBUMH KaHAJIONATISIMHU;

3) HasABHICTh 3aJI0KYMEHTOBAHOTO 1HJUBIIyaJIbHOTO TUJIAHY JIKYBaHHS, IO
MICTHTh JaHl 00 JiarHO3y AWUTHHHU, IJIaHy OOCTE)KCHHS Ta JIKYBaHHsS, IMOBHHEH
OyTH Y3TOJDKeHHMH 3 O0aThbKaMH a00 1HITMMHU 3aKOHHUMH IpPEICTaBHUKAMU MAIll€HTa,
SKIIO BIK AUTHHHU 70 14 poKiB, Ta Malli€eHTOM 1 6aThbKkaMu ab0 1HIIMMHU 3aKOHHUMH
MpeCTaBHUKAMM MAaIll€HTa, KO BIK TUTHUHU Bij 14 10 18 pokis;

4) nuthHAa Ta/ab0 OaTbkW a0O0 1HINI 3aKOHHI MPEJCTAaBHUKH JTUTHHH
3a0€3MeuyoThCs Y NOCTYIHIN hopMi 1HOpMALIiE€rO MO0 Tepediry 3aXBOPIOBaHHS,
TIaHy OOCTEKEHHS, JIKYBaHHS Ta MOJAIBIIOTO CIIOCTEPEKCHHS, HABYaHHS HaBHUYOK
HEOOXITHUX [IJIsl TOJIMIIEHHSI Pe3yJIbTaTiB JIIKYBaHHS, KOHTAKTIB JJii OTPUMAaHHS
JI0AaTKOBOI 1H(pOpMaIlli Ta KOHCYJIbTaIli.

Po3aia II. [liarHocTHKa cepueBUX KAHAJONATIN y AiTel

1. Io107xeHHS CTAHAAPTY MEAMYHOI 10IIOMOTH

JliarHo3 «cepleBoi KaHajomaTi» y AWUTHHUA BCTAHOBIOEThCA y 303, 110
HAJAI0Th CIELIalI30BaHy MEIWYHY JONOMOTY AITSM 3 MATOJIOTIEIO CEpLsl ajleé MOXKE
OyTH 3amio3peHuil JikapeMm Oy/b-gKOi CIeliaJbHOCTI Ha MiACTaBl JaHUX aHAMHE3Y
(Bik, y sKOMY 3’SBISIFOTbCS KJIIHIYHI TPOSIBH, CIMEHHHH aHaMHE3 CITaJJKOBOTO



3aXBOPIOBAHHS, CYIYTHI XapaKTEpHI BPOKEHI Bagud PO3BUTKY, BUHUKHEHHS
CHUMIITOMIB NpU (H13UIHOMY HaBaHTaKEHHI a00 NCHUX0-EMOIIIHHOMY CTpeci, CYMyTHI
CEpLIEBO-CYAMHHI 3aXBOPIOBAHHS, B)KMBAHHS MPOAPUTMOTEHHUX JIIKIB), BUSBICHHS Y
maii€eHTa KIIHIYHAX O3HaK, a caMe CHHKOIME, 3allaMOpPOYEHHS, pPanTOBOTO
IPUCKOPEHOTO CEpLEOUTTS, 3aJUIIKH, IBUIKOT BTOMJIIOBAHOCTI, OOJIO Yy TPYISX,
BUTIAJIKY panToBoi 3ynuHkHu cepiis (nam — P3C) B anamHesi.

['eneTnune Ta KJTIHIYHE JIOCITIJIKEHHS Mae MPOBOJAUTHUCS
MYJIbTUAUCIMUIUTIHAPHUMU TPyHamH, 10 CKJIaay SKHX BXOJATH JIIKapi-KapAioJoTH
TUTSYl Ta 1HI0 (PaxiBIlil 3 BIAMOBITHUM JOCBIZOM, Y TOMY YHCIi 3 KOHCYJIBTYBaHHS
IIOJI0 HACJIJKIB 1 HEBU3HAUEHOCTI Pe3yJbTaTiB, OCKUIbKH HETaTUBHUM pe3yJabTaT HE
BUKJIIOYAE JI1arHO3.

2. OOrpyHTyYBaHHS

CepueBi  kaHajomarii — 1€ CYKYIHICTh INEpPBUHHUX, T'€HETUYHO
OINOCEPEIKOBAaHUX TOPYLIEHb CEPLEBOrO0 PUTMY (TAKOXK BIIOMHUX, SIK TEPBUHHI
€JICKTPUYHI 3aXBOPIOBAHHSA), 5Ki, 3a3BHYal, ICHYIOTb Y CTPYKTYPHO HOPMAaJIbHOMY
cepll Ta MpOSBIAIOTHCS CHHKOME, cynomamu abo P3C, cnpuumHEHOIO emi300M
HEeCTIMKoi a0o CTiiKOoi mnoaiMOp@HOiI HITyHOUYKOBOI Taxikapaii (mam — IIHIT)
(TpinoTiHHA-Q10pmIIALii) abo ¢iopwamii uuyHoukiB (mam — OII). o takux
CEepLIEBUX KaHAJIOMATIA HaJeXaTh: BPOJKEHUN CUHAPOM MOJ0BKEHOTO 1HTepBany QT
(mami — LQTS), curnpom bpyrana (nami — Cbp), cuHApOM paHHBOI penossipu3arii
(mami — CPP), xarexonamiHepriuna mojiiMopdHa NUTYHOYKOBA Taxikapmis (mam —
KIIILT) Ta cuaapom BkopoueHoro intepBairy QT (mami — SQTYS).

Ha choroani 111 kaHamonarii ciiiJl po3riisigaTH, sk MOTEHIINHO JKUTTE3arpo3JIuBI
CTaHH, aJie TaKi, o J00pe MiAAaloThes JiKyBaHHI0. Y naHomy CTaHaapTi BUKIAIEHO
MIOJIOKEHHSI, 1110 CTOCYIOTHCSI IIarHOCTUKY PI3HUX BaplaHTIB I11€1 MATOJIOTII.

Cungpom mnopos:xkenoro iHtepBaxy QT (LQTS) xapakrepusyerbcs
nooBkeHHsM inTepBany QT Ta nuryHoukoBoi Taxikapaii (gami — I T), BUkIukaHuMH
MEePEBAXXHO aJpeHEPriuHo akTtuBamiero. CepeaHii BIK HAa MOMEHT BCTaHOBJICHHS
niarHo3y ctaHoBuUTh 14 pokiB. [l]opiuHa yacToTa pamToBOi ceprieBoi cMepTi (mami —
PCC) y 0e3cumnroMHuXx mamieHTiB 3 HedaikoBanuM LQTS cranouth menme 0,5%,
TOJ1 SIK y TaKUX MAIIEHTIB 3 CUHKOIIE B aHAMHE31 1€l MOKa3HUK 3pOCTa€ MPUOIU3HO
10 5%. Y nauientiB 3 LQTS Oynu BusiBneni piakicHi mytauii 17 renis. beanepeunumu
reHamu € Ti, mytamii sskux BukiaukaroTh LQTSi;, LQTS,; ta LQTSs: renn KCNQI,
KCNH2 1 SCNSA. BianoBigHO, T€HHO-CIEHM(PIYHUMHU TPUTEPAMH JJISl PI3HUX
BapianTiB LQTS € ¢i3uuni Bopasu (LQTS:), emomiitnuii crpec (LQTS;) Ta con
(LQTS3). 'eneTnuHMiA CKpHHIHT BUABISAE MyTallito y 75% umankis LQTS, a mi Tpu
OCHOBHI I'eH! CTaHOBIIATE 90% IMO3UTUBHO F€HOTUIIOBAHNX BHIIAJIKIB.

IMigTumm LQTS:

ayrocomuo-nominanTHuit LQTS 6e3 mo3aceprieBux mposiBiB (mommupeHicTs 1 Ha
2500);

ayrocomHo-nominanTHud LQTS 3 mo3aceprieBuMu mposiBamMH, 10 BKIIOYAE:
cuaapom  Anpgepcena-Taeima (LQTS7), cumHmpom Timori (LQTSsg), mro
XapaKTepU3yeThes MoJoBKeHHAM 1HTepBany QT, cuHaakTUii€ero, ceplueBUMH BaJaMH,
po37aaMH AyTUCTUYHOTO CHEKTPY Ta AUMOPGHI3MOM;



ayrocomuo-penecuBaniit LQTS (cunnpom [Ixepsemna ta Jlanre-Hinbcena), mo

MOEJIHYE EKCTpeMalibHe MOoJoBkeHHS 1HTepBaty QT 3 BpOIKEHOIO ITyXO0TOI0.

Cunapom Anjaepcena-TagBina 1 Tumy.

Cunapom Arnepcena-Tapina 1 Tumy (LQTS?), € pinkicHnM 3axBoproBanHsM (1:1
000 000), mo yactoto LT (manpuknan, nBonampasnena IT), ausmopdismu Ta
nepioguuHuMu napaniyamu. Mytaiist B redi KCNJ2 cipuunzsie mBuaiie 301IbIIeHHS
ammutityan 3yons U, HDK nonoBxkenHs iHtepBany QT. Hemputomuicte abo
3amokymenToBana LT acoritoeTbes 13 3arpo30¥0 IS JKUTTS.

Cunapom bpyrana. I[Tarrepn enekrpokapaiorpamu (nami — EKT') tuny Bpyrana
1 mpu Cbp xapakTtepusyeThces miaiomom Touku J > 2 MB 3 migitomom cermenta ST ta
iHBepciero 3yons T, mpuHaiiMHi, B OJTHOMY IpaBOMY IpeKopaiaibHOMY BiiBeAeHHl (V1
abo V), po3TalioBaHux B APyromy, TpeTboMy abo yeTBepTomMy Mixkpeodep'i. [laTrepn
MOJK€, SIK BUHUKATU CIIOHTAHHO, TaK 1 OyTH 1HJyKOBaHHWH BILUIMBOM JIIKapChKOTO
3aco0y (mam - JI3), mo OJOKYIOTh HATpi€Bl KaHaAIH, a00 TuXoMaHKo0. O0O0B'I3KOBO
CJI1J1 BUKJTFOUUTH 1HIII CTAHHU, SIKI MOXKYTh CIPUYUHSTH Taky kKapTuny EKT' — Tak 3BaHi
dbenokomii. CuaapoM bpyrajga miarHOCTYe€ThCS y MAIllEHTIB O€3 IHIIMX CEPILEBUX
3aXBOPIOBaHb 31 CIOHTAaHHUM BUHUKHEHHsM narrepHy EKI tunmy bpyraga 1,
HE3aJIEKHO BiJI CUMIITOMIB, Yepe3 HOro pIAKICHICTh y 3arajibHiil MOMYJIALIl Ta pU3UK
st xutta. Ilatrepn EKTT tumy bpyraga 1 Takoxk wmoxe OyTH 1HAYKOBaHUM
npu3HayeHHsM JI3, mo OJ0KyIOTh HATPIEBI KAaHAIH, B SIKOCT1 I1arHOCTUYHOTO TECTY Yy
Nall€eHTIB 3 M1I03pot0 Ha npuxoBany Gopmy Cbhp, ane 6e3 cnonrannoi EKI' 1 tumy.
Pe3ynbpTaTUBHICTH TEHETUYHOTO TECTYBaHHS y namieHTiB 3 Cbp cTaHOBUTH NpUOIN3HO
20%, 1 ren SCNSA € €1UHUM ITeHOM, KWW Ma€ JOKa30BUU 3B'SI30K 3 CUHIAPOMOM IS
el kiaiHiyHOTrO TecTyBaHHS. Pusuk penmnuBy DI cepen mamientiB 3 Chp, 1mo
nepexunu P3C, cranoButs 48% npotsirom 10 pokis. [Ipubnn3HO TpeTHHA MaIi€HTIB 3
Cbp maroth cunkorie. Pusuk aputmiyaux nojii y namiedtiB 3 Cbp Ta HeyTouHeHuMHU
CUHKOIIE B 4 pa3u BUIIHM, HK y 0€3CMMITOMHHUX.

Cunapom pannboi penoasipusanii (CPP) miarHoctyerbess y AWTHHH,
peaniMoBanoi micna mnapokcusmy [T abo @I 6e3 Oyab-sSKUX ceplEeBUX
3axBOploBaHb, kil Mae Ha EKI' martepH pannHboi penonspuszauii (gam — [1PP):
nigiom Touku J >1 MM y >2 CyMDKHHMX HUXKHIX Ta/abo OokoBux BiaBeneHHsx EKI'.
Opnak, [TPP naltyacriie € 100pOsSKICHOO 3HAX1JIKOI0, HOTO MOUIUPEHICTh CTAHOBUTH
5,8%, TepeBaXKHO y MOJIOJIMX YOJOBIKIB Ta CLIOPTCMEHIB. J[1arHOCTHUYHI MOKJIUBOCTI
Ta LIHHICTh T€HETUYHOI'O TECTYBAaHHS € HU3bKOIO. 3ampornoHoBaHo HacTymHi EKIT
o3Haku Bucokoro pusuky CPP: Bupaxenui 3y0eup J >2 MM, AMHAMI4HI 3MiHU B
enesarii Touku J (>0,1 mB) Ta J-xBuii, moB's3aHi 3 TOPU30HTATIBHUM a00 HU3X1THUM
cermeHTOM ST.

Karexosaminepriuna nosimop¢gHa nuryHoukoBa taxikapaia (KIIIIT) — e
CHaJIKOBE 3aXBOPIOBAHHS, fKE XapaKTEPU3Ye€TbCS BUHUKHEHHSIM MapOKCHU3MIB
KarexoJjamiH-iHIykoBaHoi ABoHampasieHoi T 3a BigcyTHOCTI CTPYKTYypHOI
naToJIorii 1MEeMIYHOi XBOpoOM cepus. ICHye 1Ba OCHOBHUX TE€HETUYHHUX THUIIH:
JIOMIHAHTHUHM PO3JIaJ, 3yMOBJICHHUIM MyTaIlisIMU B T'€Hi, 1110 KOAY€E CEpLEBUN PEIETITOP
pianoauny (RYR2), ta penecuBHuil pos3naj, COPUYMHEHUN MYyTallisIMH B TeEH1
ceprieBoro kanpiectpuny (CASQ2). Myranii B renax TRDN ta CALMI1-3 Oynu



BUSIBJICHI y A1TeH 3 IesIKuMU aTUNoBUME (popmamu katexonaminepriuaux LIT. Onnak,
Ha JaHWI Yac He BU3HAYEHO, YU € BOHU OKPEMUMU apUTMIYHUMH HO30JIOT1SIMH.

Cungpom BkopoueHoro iHrepBaxy QT (maxi — SQTS) — ue piaxicHe
TeHETUYHE 3aXBOPIOBAHHS, SIKE XapaKTEePHU3yeThCs KOPOTKUM iHTepBaioM QT Ta
HasBHICTIO mapokcu3MiB GiOpwsnii nepeacepas (nam — ®IT) ta OII B kOHTEKCTI
CTPYKTYPHO HOpPMaibHOTO cepiisi. BusiBieHuil 3B’S30K CHHIPOMY 3 T€HETHUYHUMHU
myTauismu — nocuieHHs M ¢yakuii renie KCNH2 ta KCNQI1 Ta BTpaToro ¢yHKIii
reny SLC4A. Jlns pgiarHoctuku SQTS 3ampomoHOBaHO JBI MeXi TpPUBAJOCTI
iaTepBany QTc: 1) QTec <320 mc okpemo, abo 2) QTc <360 mMc y moemHaHHI 3
cimeitnum anamuezoM SQTS, a6o mepexuroro P3C 3a BIiACYTHOCTI 3aXBOPIOBAHHS
cepiisi a00 reHeTWYHOi MyTailii. 3aXBOPIOBAHHS Ma€ BHCOKY JIETAIBHICTH B YCIX
BIKOBUX I'pYIax, BKIIOUAIOYUH MEPII MICSIIl KUTTS.

Ornsg pited 3 cMHKOIE a00 MEPEHECEHOI0 3YMUHKOI0 ceplis, 110 00yMOBIIEHI
IIJTYHOYKOBOO apuTmieto (naii — [11A), nepenbavae mepii 3a BCe BUSBICHHS IPUYHH
nux LA, 30kpema, TEeHETUUHUX MYTalliid, 10 TPU3BOAATH 10 MOPYIICHHS (YHKIT
10HHUX KaHAJIIB KapJiOMIONUTIB a00 BHYTPIIIHBOKIITUHHOTO MaTtpukcy. HeoOximHi
neranpHuid ormuc 6a3oBoi EKI', mani exokapmiorpadii (mam — ExoKI') ta marniTHO-
pe3onancHoi Tomorpadii (mani — MPT), 1006 BUKJIFOUNTH HASIBHICTD 1HIIMX, 3BOPOTHIX
npuunH LIA; y pa3i iX BUSBIEHHS, MOKJIMBE PaJUKaIbHE JIIKYBaHHS NUISIXOM a0JIALii
cyOcTpary apuTMii, a00 CITIOHTaHHE i1 MPUIUHEHHS 3 YaCOM.

BaxxnmBo BU3HAUUTH: CTYIIHb BUPAXKEHOCTI CUMIITOMIB (OCOOJIMBO MEPEHECEHA
synuHKa cepist); Bua LA (moHomopdna I T/monimopdna 1T, necritika I T/crilika
LT, IOT Tuny torsade de pointes); HasBHICTb CYMYTHIX BaJ PO3BUTKY; HasBHICTH a00
BIJICYTHICTh T€MOJIMHAMIYHUX TTOPYIIICHb.

BaxxnuBo BpaxoByBaTH, IO JITH MOJIOAIIOTO BIKY HE MOXYTh MPaBHIBHO
CHIBIIPAIIOBATH JJIsi SIKICHOTO TpoBeAeHHs curHan-ycepennenoi EKI' ta TectiB 3
Gbi3nyHIM HaBaHTaXKeHHAM. HeoOXiaHICTh 3araibHOT aHecTe3ii 1uist mpoeaeHHss MPT
CepIlsl y HEMOBJIAT 1 IT€H MOJOMAIIOTO BIKYy 3HaYHO OOMEXKY€ BUKOPUCTAHHS IBOTO
METO/1Y, 32 BUHSATKOM Crielu(piuHUX cuTyariii. MoKJIUBICTh TPOBEICHHS IHBA3UBHOTO
enekTpodizionoriunoro gociaipkenHs (gami — EDJ]) oOMexeHO BIKOM Ta Baroo
OUTHHHA, 3BaXKal0Ud Ha PU3MK TOIMIKO/KEHHS CyAWH, CTIHOK cepls Ta
BHYTPIIIHROCEPIICBUX CTPYKTYp. IMIUIaHTaIis KapaioBepTep-nediopuisitopa (mam —
[K]T) Tako» HEMOKJIMBA Y MAJICHBKHX JIITCH.

PamMku nns iHTEpriperalnii NMPUYMHHO-HACHIIKOBOTO 3B’SI3KY 3aXBOPIOBAHHS 3
TeHETUYHUMU BaplaHTaMM CTaHJAPTU30BaHI JJIsl ITSITH KjaciB: V «maToreHHui»; [V
«IMOBIpHO maTtoreHHui»; |l «BapianT HeBu3HaueHoro 3HaueHHs»; |l «IMOBIpHO
noOposikicHu; 1 | «100poskicHnin». BUKOPUCTOBY€EThCSI KOMOIHAINIS TOKa3iB: 3B’ SI30K
MK T€HAMH Ta 3aXBOPIOBAHHSMU; HASBHICTh BaplaHTY y 37I0POBUX Ta/a00 XBOPHX; JaHi
in silico; pyHKITIOHATBHI 1aH1 In Vitro Ta in Vivo; Ta JaHi mo/10 cerperaiii cimeid. MyTartis
(BapianT kyacy IV abo V) moxe OyTy HeraitHO BUKOpHUCTaHa a0o ISl TiATBEPIKCHHS
miarHo3y y mpoOaHiB (MEpIIoro MOCTPa)Xaaioro wWwieHa ciMm’i), abo IUIsl MOYaTKOBOI
JIarHOCTUKY POJIMYIB 1 MOXKE JIOMOMOTTH BU3HAYUTH Tepariro Ta/abo mporaos. [lokazana
nepiouyHa nepeoitinka ycix Bapianris [V 1 111 kiacy.
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OcCHOBHI BHU3HAYEHHS, 110 3aCTOCOBYIOTHCS MPHU BEACHHI NITEH 3 CEpLIEBUMHU
KaHaJIONaTIsSIMU, HAaBEJIeH1 y 1oAaTKy 2 10 uboro CTaHaapry.

3. Kpurepii sikocTi MeqU4YHOI 10MIOMOTH

O00B’A3KOBI:

1) BCTAHOBJICHHSI JiarHO3y mependadae 30ip aHAMHECTUYHHX JaHUX Ta
poBeNeHHS (DI3UKATLHOTO OOCTEKEHHS TUTHHHU CIPSIMOBAHI Ha BUSIBJICHHS O3HAK, 1110
BKa3ylOTh Ha CHaJKOBI NMPUYMHHU 3aXBOPIOBaHHSI. CIMEHHOrO aHaMmHe3y emiJencii,
riryxotd, LQTS, ceprieBoi HemoctaTtHOCTI ab0 IMIUTAHTAIli KapAiOCTHUMYJSTOpa Y
poauuiB y Bili Mojyofmie 50 pokiB; y BHMAAKY MiO3pU Ha CepleBl KaHANIOMATIi y
HEMOBJISIT Ta JITEH 3 CHHKOIIC 3BEPHYTH yBary Ha apuTMOTCHHI O3HAaKd, a came -
BIJICYTHICTh BarycHOro MHpoJpoMy Ta ciMelHuil aHamHe3 mnepeaudacHoi abo PCC y
JUTSYOMY BIIIi, 110 HaBeACH1 Y Aoatky 3 1o 1poro Ctangapry;

y HEMOBJIAT CIiJ] 3B€pHYTH yBary Ha Takl O3HaKH: HaJMipHa JIPaTiBIUBICTb,
IJIAKCUBICTh 200 3HIKCHHS 00’€MY CHOXKMTOI 1K1, y JITeH Ta MiUTITKIB BUABISIOTH
3allaMOPOYCHHSI,  pPANTOBE MPUCKOPEHHS  CEpUEOUTTS,  3aUIIKy, IMIBUAKY
BTOMJIIOBaHICTh, O1JIb Y TPY/ISAX, BTPATH CBIJOMOCTI B aHaMHE31,

2) nabopatopHl OOCTEXKEHHS (3arajJbHUM Ta O10XIMIYHUNA aHali3 KpOBI,
HaATplilypeTUyH1 NENTUAHN);

3) IHCTpYMEHTaJIbHI OOCTEKEHHSI:

npuszHavaeTbess EKT y 12 BiaBeAeHHAX JUIsl A1arHOCTUKU Ta JudepeHIiaabHOol
J1arHOCTUKY 3aXBOPIOBAaHHS, Bepu(iKkalii MiITUIY HLTyHOYKOBOI apUTMIi;

xonrepiBcbke MoHiTOpyBaHHs EKI' mpotsirom 24-48 ronuH aisi BUSIBICHHS
HIOJICHHUX apUTMIi;

NepPepUBYACTUN MOHITOPUHT TPOTATOM OIIBII TPUBAJIOTO MEPIOAYy ISt
peecTpaillii HeJacTHX apuTMIN 3 aKTUBOBaHMMH marlieHToM peectpatopamu EKI (a6o
MOO1TEHUM TenedhoHoM/cMapT(GOHAMU) CII1]] BiAIaBaTH IEpEBary JjIs He9acTHX O,

ExoKI' mpusnauvaerbcs misi crpaTudikailii pu3UKy CTPYKTYpPHOI MAaTOJOTil

Cepis: BIACYTHICTh CTPYKTYpHHX 3MiH cepis y mamienta 31 IIIA min gac ExoKIT
MTBEP/KYE TIEPBUHHE €IEKTPUYHE 3aXBOPIOBAHHSI,;

4) NpOBOAUTHCS IMIUIAHTAIliS TETIBOBUX PEECTPATOPIB JJIS JIarHOCTHUKH
apuUTMIN y IALIEHTIB 13 CEPIIEBUMHU KaHAJIONATISIMU Ta MOTEHIIMHO HeOe3NeYHUMH IS
YKUTTS CHMITTOMaMH, TAKKMH K HCYTOYHCHE apUTMOTCHHE CUHKOIIE, SIKi HE BIAETHCS
3aiKCyBaTH IHIIUMHU METOJAMU;

5) Tect 3 (Qi3UYHUM HABAHTAKCHHSAM TMPU3HAYAIOTHCS IS JIIATHOCTHKH Y
NAIIE€HTIB 13 MiJ03pIOBAaHUMHU  JIPEHEPTIYHO3ATICKHUMHU TOPYUICHHSIMUA PUTMY,
TaKUMH, SIK CIIpUUYMHEeHa (P13MYHUM HaBaHTakeHHsIM JBoHanpasieHa LT mpu KITHIT.
BinnoBnenns kopuroBanHoro iHTepBany QT micas TectyBanHA 3  (hI3UYHUM
HABAHTAKECHHSM 3a 4 XB. € 03HAKOIO0 CHHIPOMY TOI0BX)eHOTOo iHTepBaty QT;

6) MPOBOKAIIIMHI 1IarHOCTUYHI TECTH, SIKI HaBEJEH1 y A0JaTKy 4 10 IhOTro
CrangmapTy, TpOBOISTHCA B yMoBax enekTpodizionoriyHoi jgabopatopii yis
J1arHOCTUKHU cUHApoMy bpyrana (TecTtyBaHHs 3 OJIOKaTOpaMU HATPIEBUX KaHATIB) Ta
npoBokarlist eniHegpuHoM y Bunaaxy mino3pu Ha KITHIT, skio tutiHa He HepeHOCUTh
(G13MYHUX HAaBAaHTAKEHb;
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7) nuTUHI, sika nepexwia P3C, npusHavyaeTbes 11arHOCTUYHE OOCTEKEHHS
BIJIMOBIJTHO JI0 QJITOPUTMY, HABEIEHOMY Yy JAojaTtky 7 1o 1wporo CraHmapry;
OCOOJIMBOCT1 J1arHOCTUKH KOKHOTO OKPEMOT0 CUHAPOMY HABEJICHO Y JOJAaTKy 6 10
uporo Ctanuapry;

Bba:xamni:

8) 3a HeoOXimHOCTI mpu3HavaroThess EDJl, mo BKIIOYAIOTH BUMIPIOBAHHS
0a30BHX 1HTEpPBAJIiB Ta €NEKTPOAHATOMIUHE KapTyBaHHS;

9)  y pasi HeoOXimHOCTI pu3HavaeThess MPT, ska € OUTBII YyTIUBOIO, HIXK
ExoKI' mi1st 1iarHOCTUKH CTPYKTYPHOT MATONOTIT CepIis;

10) 3a HEOOXiTHOCTI MPHU3HAYAETHCS KOMIT T0TepHa TomMorpadis (mami — KT)
cepiyt; cuaxponizainis 3 EKI, mogaTkoBi mocaiqOBHOCTI 3aTPUMKH JIUXaHHS Ta OeTa-
OJI0KaTOp /IS 3HWKCHHS 4acTOTH ceplieBUX ckopoueHb (nani — UCC) mokpaiyroTh
SIKICTh OOCTEKEHHS,

11) y BunajaKy HeOOXiTHOCTI ISl PAHHBOTO BUSBJICHHS TUCYHKIIIT Miokapaa
npusHadaeTses Strain-EXO, 1m0 m103Bojsie qudepeHiifoBaTH aKTUBHHUM 1 MTAaCHBHHIMA
pyX CerMEHTIB MioKapja; rio0ajdbHa TIO3JIOBXKHS Jedopmariiss € HaaiiHUM
MOKa3HUKOM (YHKIII1 J1iBOTO nutyHouKa (nani — JII) 1 Moke BUSIBUTH HE3HAYHI 3MIHU
y ¢ynxkuii JILI mpu 30epexeniii ppakuii Bukuay JIII;

12) marieHTH 3 KJIIHIYHUM J1iaTHO30M CEPIIEBUX KaHAJIONATIi MOXKYTh IPOUTH
TCHETUYHE KOHCYJIBTYBaHHS Ta TECTyBaHHS, IO HABEACHI y JOJATKy S5 10 IHOTO
Cranpapry, y cnenianizoBanux 303, 3 METOIO IPU3HAYEHHS JIIKYBaHHS 3 YPaXyBaHHAM
TCHOTHITY.

Po3gii II1. JlikyBaHHs aiTeil 3 cepueBUMHM KaHAJIONATISIMH

1. Io102keHHS CTAHAAPTY MEAMYHOI I0TIOMOTH

JlikyBaHHs J1TeH 3 CEpPIIEBUMH KaHAJIONATISIMU 3/{1HCHIOEThCS BUKITIOYHO y 3073,
10 HAJAI0Th CIICIIai30BaHy MEIUYHY JOMOMOry. PillIeHHS II0JI0 MOYaTKy Ta BUIY
Teparii cepleBuX KaHAJIONAaTii y HeMOBJST, AITEH Ta MIJJIITKIB 3aJCKUTh BIJ BIKY,
CUMIITOMATUKH,  CHEUU(PIYHOrO  JiarHO3y, a TaKOX  EJIEKTPUYHOTO  Ta
reMOJMHAMIYHOTO BIUTUBY apuTMii. ICHye MIUPOKHI CHEKTP MOMKIMBUX METOIIB
JIKYBaHHS: BiJ  KOpEKIii peXuMy, 3acTOCyBaHHsA aHTHaputMmiunux JI3,
enexkTpoimMiyiabcHoi Tepamii (nam — EIT), karerepnoi abmsii qo imrutanTaii [K/I.
Bubip TakTHKu JTiKyBaHHS BU3HAYAETHCS Y KO)KHOMY OKPEMOMY BUMAKY.

BenenHs mami€eHTIB JUTSAYOTO BIKY 3 OCHOBHHMM CEPILIEBUMM KaHAJOMATIIMHU
3IIACHIOETHCS 32 AITOPUTMAMH, HaBEJICHUMH Y 101aTKy 1 1o miporo CTaHmapry.

2. O0rpyHTYBaHHA

be3cumnToMH1 HOCIT TeHHUX MyTalliil MaloTh HU3bKUH, ajle HE HE3HAYHUHN PU3UK
CepIeBUX TMOJiH, 1 y I TPymi MAIi€HTIB CIi PO3TJISHYTH BUKOPUCTaHHS OeTa-
OsoKaTOpiB. Y HEMOBIAT Ta JITE€H PaHHBOTO BIKY CIiJI 3BEpTaTH yBary Ha O3HaKU
MOJKJIMBOTO TOPYIIEHHS T'eMOJUHAMIKH, 30KpeMa, 3HIKEHHS CEpIEBOr0 BUKHIY,
3MiHa nepdy3ii abo BHUMIPIOBAaHMX MapKepiB MeTaOO0NIYHOro anuao3y. byab-saky
MoJi0, WUI0 Haraaye CcuUHKome a0o panToBy 3yNUHKY Ceplisi, CIiJ] BBaXaTw
3arpo3JIMBOIO.
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SIKo0 BIUIMB HUTYHOYKOBOi apUTMIi € JOCTaTHHO 3HAYHUM, TEPAIliio CI1JT
pPO3IMOYMHATH TOETANHO, 3 TMOCTIHHOI0 TMEPEOIIHKOI0 00paHOro Kypcy, Mm100
rapaHTyBaTH, 10 MOXJIMBI MOO1YHI €(eKTH Bij JIIKyBaHHS HE NEPEBUIYBATUMYTh
Hachiaku aputMii. L{ini oOpaHuX MeTOAIB JiKyBaHHS MOBUHHI OyTH YiTKO BH3HAYEHI
Ta MOBIAOMJICH] POAMHI Tepe]] iX 3aCTOCYBAaHHSAM, OCKIJIbKU MMOBHE YCYHEHHS apUTMii
4acTo HE € HeOOXIAHUM, 1 cripoba 3pOOHTH 1€ MOKE MPU3BECTH 10 HETPUHHATHOTO
PU3UKY MOOIYHUX €(PEKTIB.

3. Kpurepii sikocTi MeqAMUYHOI 10TIOMOTH

O00B’A3KOBI:

1) mpu3HaYCHHS JIKYBaHHS AT 3 PI3HUMU KITIHIYHIMH BapiaHTaMH CEPIIEBUX
KaHaJIONAaTI 311MCHIOETHCS 3 ypaxXyBaHHSAM OCOOJIMBOCTEM, HABEACHUX Y IOAATKY 8 10
uporo Crtangapty

y BUMNAAKy OE3CMMIITOMHOTO Tiepediry cepueBUX KaHaJOMaTid, MiCHs
OOCTe)XEHHSl JITHU MOXYTh HE MOTpeOyBaTH HEraHOro JIKyBaHHS, a JIMIIE
CIIOCTEPEIKEHHS,

2) Tepari€ro TepIIoi JIiHii Ui HEMOBJIAT Maibke 3aBXIU € Oera-OJoKaTopw;
JIKyBaHHA Ma€ IPYHTYBaTHUChb Ha pETEbHOMY aHali3l (PYHKLIIOHAJIBHOIO Ta
CUMIITOMATUYHOI'O BIUIMBY Ha PICT Ta PO3BUTOK HEMOBJISITU, PU3UKY TIIOTJTIKEMIT y i
BIKOBIH Ipy1i;

3) y BUNAAKy HEOOXiTHOCTI MEIUKaMEHTO3HOI KOPEKI[il MPU3HAYAOTHCS
antuaputmiudi JI3,; 3acTocoByBaTM MEAMKAMEHTO3HY TEpalilo MpU JIKyBaHHI
CEpLIeBUX KaHAJOMATIM y JITeld HEOOXI1IHO 3 OJJHOYACHOIO MPOTrpaMor0 Moaudikarii
CHOCO0Y KUTTH;

4)  mamieHTaM 13 HECTaOUIBHICTIO  TeMOJMHAMIKA  TMPU3HAYAETHCA
CUHXPOHI30BaHA Kap/aioBepcCis 3a JOMOMOIOI 30BHINIHBOTO JediOpuiisiTopa; sKIIOo
CUHXPOHI3aIlisl HEMOXKJIMBA, CJiJi BUKOPUCTOBYBaTH HecuHXpoHizoBany EIT. Ileit
METO/1 HE TTOKa3aHui MaIli€eHTaM 13 MOBTOPHUMHU emizogamu HecTiiikoi L T;

5) BusBICHHA y HeMoBuAT Ta maited criiikoi ITIIIT, y tomy uwmcai mpu
KaHaJIOMATIsAX, MOTPeOy€e HEBIAKIQAHUX Jid, aITOPUTM SKUX HABEJISHUM y JOJATKy 9
1o uporo Crangapry;

6) yciM mamieHTaM 3 CHHIPOMOM IOJOBXKeHOro iHTepBany QT HamaroThCs
peKoMeHaIli 100 YHMKHEHHS Tinokajiemii, mpuiiomy JI3, 1m0 MOJOBKYHOThH
inTepBan  QT, Ta reHoTun-cieudPiyHUX TpUrepiB; OeTa-0JOKATOPU  TAKOXK
PEKOMEHIYIOThCSI YCIM MaIlleHTaM 3 CHHAPOMOM TMOAOBkKeHOTo iHTepBaty QT;
HECEJIeKTUBHI ~ 0eTa-0J0KaTopu MaroTh OUIbIly €(EeKTHUBHICTh y 3HHUXKEHHI
apUTMIYHOTO PU3UKY MPU CUHAPOMI MOA0BKEHOT0 1HTepBaty QT;

7) immnanTaris IK/] pekoMeHayeThest AiTsIM 3 CHHApOoMOM AHepceHa-Tasina 1
TUITY 13 cTiKo0 remoanHamiuao 3Haunmoro T a6o P3C; dnekainig Tta/abo Gera-
0JI0KaTOpH 3MEHITYIOTh BiporiHicTh BuHukHeHHs 1T, Toi sik amiogapoH Moxke MaTu
MIPOAPUTMOTCHHUM €(DEKT 1 TOBMHEH MPU3HAYATHCH TUIBKH 32 yMOBH HasiBHOCTI [K/I;

8) y martieHTiB i3 cCMHKOIE Ha (OHI ONTUMAIbHOT MEAMKAMEHTO3HOT Tepartii CITif
posrasHyTH imrutanTaito 1K/ abo netneBoro peectparopa;
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9) karerepHa aOJiAllis NMPU3HAYAETHCS TpPU CHHApOMI bpyrama y Bumaaky
peunauByrounx po3psaiB IKJ[ mpu OII, a8 3MEHIIEHHI YacTOTH PO3PSAIB Ta
npurHideHHs penuausis OIII;

10) mns 3amoGiranxio @I mpusHadatoTe aHTHapuTMidHI JI3, sKi OJIOKYIOTH
BUXIHI KaJli€B1 KaHAHM Ta iHT10i1TOpU (hochomiecTepasu-3;

11) ockibKHU MporHo3 Jiis O0e3cumnToMHuX nariedTiB 3 CPP e cnpustimuBum,
tepamis IK/], sx mpaBwmio, He Moka3aHa, OJHAK, SKIIIO CIMCHHUN aHAMHE3 00 TSKCHHMA
HE3'COBAHOIO PANTOBOI0 CMEPTIO B MOJIOAOMY BIlll, MOXYTh OYTH PO3TJSHYTI
immanTaris [K/] abo mpuitom anTraputMivyaux JI3;

12) tepamiero nepmoi niHil 1 mamiedtiB 3 KIIIT e oomexenHs ¢iznaHmAX
HaBaHTaXX€Hb Ta MpHUiioM OeTa-0JioKaTOpiB 0€3 BHYTPIMIHBOI CHMITATOMIMETHYHOT
aKTUBHOCTI, HECEJIEKTUBHUX OeTa-010KaTopiB; (uiekaiHi]] Mpu3HAYa€ThCsl TOJAATKOBO
10 O6eTa-0J0KaTOPIB MPU HETIOBHOMY KOHTPOJI apUTMIii. Y OKpeMHX MaIll€HTIB, IO
MalTh HEMEPEHOCUMICTh Teparmii OeTa-0j0KaTopaMu, OIIIEI0 € MOHOTEparis
baekaiHiiom;

13) mamientam 3 KITHIT, mo nepexunu P3C, mokasaHe nmpu3HaueHHS Oerta-
0JiokaTopa y KoMOiHarlii 3 guiekainigom Ta immanTais [K/;

14) y nmite#t Ta MOJIOAMX TAIIEHTIB 0€3 CUMITOMIB 3 BKOPOUEHHM iHTEPBAIOM
QT cmig po3risAHYTH IMIUIAHTAII0 TIETIEBOTO pEECTpaTopa Ta MPHU3HAYCHHS
AHTUAPUTMIYHHUX 3aC00IB 3 MOCTIMHUM KOHTPOJIEM IOJO0 HAIMIPHOTO MOJIOBKECHHS
iHTepBany QT; ciia yHukatu npuiiomy JI3, siki BkopouyroTs iHTepBas QT;

ba:xani:

15) HeoOXiqHO HaTaTH OaThKaM/OMKyHaM, TUTHHI YCIO BINOBIIHY iH(OpMAIIito
II0JI0 CIIOCOO0Y KUTTS, PSKUMY XapuyBaHHS Ta (PI3MYHUX HABaHTaXEHb, 1H(OpMaIlito
II0JI0 3aXBOPIOBAHHS, OYIKYBAaHOTO TNPOTPECYBaHHS Ta 3a0€3MEeYUTH TpaBUIIbHE
PO3YMIHHS HUMH YCIX TI€peBar, pU3uKiB Ta MOTCHIIIMHUX HACIHIIKIB PI3HUX BapiaHTIB
JKyBaHHS, 00 MaiieHT (BPaXxoBYHOYH BiK) MIT PUHMATH CBIJIOMY Y4acTh y IPUAHATTI
pIIIeHb; MPOIIEC CHITLHOTO MPUUHSATTS PIIIEHHS Ma€ BKIFOYATH OOTOBOPEHHS PI3HUX
CIICHap1iB JIIKyBaHHsI, BKJIF0OUatouu rnepBuHHy npodiutaktuky IKJ, HeoOXigHICTh 3aMiHH
rerepatopa K/ B nonansiomy ta notpedy y CioCTepeKeHH1 BIIPOJOBXK KUTTSL.

Po3ain IV. CnocrepesxkeHHs iTeil 3 cepueBUMH KAHAJIONATIAMU

1. ITo102keHHSA CTAHAAPTY MEAMYHOI I0TIOMOTH

CriocTepexeHHs AiTel 3 CeplieBUMU KaHAJIOMATisIMHU, sIKi TepeOyBaroTh y rpymnax
pusuKy moao cuHkore Tta P3C, 3 IMIUIAHTOBAaHMMHM TETILOBUMH PEECTPATOPAMH
3MIMCHIOETHCS BUKITIOUHO y 303, 1110 HaAa0Th Clielliali3oBaHy MEAUYHY JTIOMTOMOTY.

bezcumnToMHI ali€EHTH 3HAXOASATHCS 1] CIOCTEPEXKEHHSIM Y JIIKaps 3arajbHol
MPaKTUKU-CIMEITHOTO JIIKapsl, JiKaps-meaiaTrpa, Jikaps-Kapaioaora AUTSI4Ooro.

2. OOrpyHTyBaHHSA

BpaxoByrour TreHETHYHY TPHUPOAY CEPIECBUX KaHAJIOMATIH OYIKYETHCS, IO
OUTBIIICTh JITEH TICIA PETEIbHOTO OOCTEXEHHS Ta BCTAHOBICHHS JIarHO3y
noTpeObyBaTUMyTh TpuBajoro JikyBanHs, iMmmiadtauii IKJ[ Tta TtpuBanoro
CTIOCTEPEKEHHS 70 TTIOBHOITTS.

3. Kpurepii sikocTi MeAMYHOI 10TIOMOTH
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O00B’s13K0BI:

1) JITH 3 JA1arHO30M CEepIeBOi KaHaJomaTii, y SKUX BIJICYTHI CUMIITOMH Ta
K1 HE TTIOTPEOYIOTh MEAMKAMEHTO3HOT0 JTIKyBaHHs, a00 J1ITH 3 €()eKTUBHO Mi10paHOIO0
AHTHAPUTMIYHOIO TEpami€l0 MOBHHHI TUIAHOBO OyTH OTJIAHYTI JKapeM 3arajibHoi
NPAaKTUKU-CIMEHHNM JIikapeM 1 pa3 Ha 6 MICSIIIB Ta JiKapeM-Kapai0JI0roM AUTSIuM |
pa3 Ha pik, 3 npoBeAeHHsIM EKI y criokoi y 12 BigBeqeHHIX MpH KOKHOMY OTJISII Ta
ExoKI' 1 pa3 Ha pik;

2) JITH 3 J1arHO30M CEpIIeBOi KaHAJIOMATIi, y SIKUX BIICYTHI CUMITOMH Ta
K1 HE OTPUMYIOTh MEAMKAaMEHTO3HOTO JIIKYBaHHs, X0JITepiBChbke MOHITOpYBaHHs EKT
000B’SI3KOBO TIPOBOJUTHCA | pa3 Ha PiK 3 MOAAIBIIAM OTJISIOM JIKapsA-Kapaioora
JUTAYOTO; TAIllEHTaM, SKI OTPUMYIOTh aHTHAPUTMIUHY Tepamito, IS OIIHKH i
edekTuBHOCTI XouTepiBcbke MoHITopyBaHHa EKI mpoBoauThes 1 pa3 Ha 6 MicAIIiB;

3) y pa3l amMOyJiaTopHOro miAOOpY aHTHAPUTMIYHOI Teparii, TUTUHA M€
OyTH OTJISIHyTa JIIKapeM-KapAioJOTOM JUTSYUM BIPOJOBXK 3-5 JTHIB 1I0pa3y MicCIs
3aMiHu a00 aojaBaHHa HOBoro JI3, a6o kopekuii n1o3u JI3, mo yxe npuiiMaBcs; mij
yac KOKHOro oryisiny mae Oytu npoBeneHa EKI y criokoi y 12 BiaBeaeHHSX;

y pasi npuilomy aHTHapuTMIuHMX JI3, BHU3HAUCHHSI KOHILIEHTpAIlll SKUX B
CUPOBATIII KPOB1 € MOKJIMBUM, HEOOX1THO ITPOBECTH BU3HAUYEHHS iX KOHIIEHTpALIi; 3a
PILIEHHSM JIIKapsl IPOBOJUTHCS KOHTPOJIbHE XOATEPiBCbKe MOHITOpYBaHHs EKI;

KpUTEpIsIMA €(PEKTUBHOCTI Tepamii € 3MEHUIEHHS KUIBKOCTI HITYHOYKOBUX
exrToriil Ha 75% BiJ BUX1IHOI KUJIBKOCTI Ta BIJICYTHICTb €M130/(iB CTIMKOT IITYHOUYKOBOT
Taxikap/ii;

4)  SKIIO BIPOJOBXK TNEPIOAY CIOCTEPSIKEHHS HE BIAETHCS JTOCSITHYTH
e(eKTUBHOCTI AHTHAPUTMIYHOI Tepamii, JuTHHA Mae OyTH HampaBjieHa Ha
KOHCYJIBTAIIIO JIO0 JIIKapsi-Kapaiojgora ado Ha TOCHITaNI3aIlii0 0 CIeliadi30BaHOro
303, y sskoMy NPOBOAATHCS €1eKTPO(]PI310JI0TIUHI BTPYUaHHS Y JIITEH;

5) JITH 3 JIIarHO30M CEPIIEBOi KAaHAJIOMATIi Ta MEPEHECEHUM MapOKCHU3MOM
IOT B anamHe3l, IO TPHUIUHUBCA CaMOCTIHHO, MarOTh OYyTH TI03aIlJIAHOBO
SKHAWUTIBUIIE OTJSHYTI JKapeM-KapiojoroMm auTsduMm 3 mpoBeneHHsM EKI y
cnokoi y 12 BiaBeaeHHsX, xonTepiBcbkoro MoHiTopyBaHHs EKI' ta ExoKI'; y pa3si
BUSIBJIICHHS HETAaTUBHOI TMHAMIKY JUTHHA Ma€ OyTH HaMpaBJieHa Ha KOHCYJBTAIIIIO 70
JiKapsi-Kapjionora-eiektpodiziongora abo g0  JIKaps-KapHiojgora  JUTSYOTO,
CIeI1aJII30BaHOT0 KapAl0XIpypriuHOTO 3aKJIay;

6) JTUTWHA 3 JI1arHO30M CEPIIEBO1 KaHAJIONATIi, y sIKOi HA MOMEHT OTJISIIy
3a(1KCOBaHMI MAPOKCHU3M IUIYHOUKOBOI Taxikap/ii 31 CTablIbHOIO TeMOANHAMIKOIO,
Mae OyTH TEpMIHOBO HallpaBlieHa Ha rocmiTamszaniio a0 Haiommkuoro 303, ne €
MO>KJIUBICTh BUKOHATH EJEKTPUYHY KapiOBEPCit0 (€IEKTPOIMIYILCHY TEpalliio);
micist crabumizamii cuTyanii AUTHHA Mae OyTH HampaBjeHa Ha KOHCYJBTAI[Io 0
JiKaps-Kapjaionora-enekrpodiziosora  abo 70 JHKapsA-KapAiogora  JUTSYOTO
CHEIIaTi30BaHOTO  KapAIOXipypriuHOTO  3aKjiagy, B  SKOMY  TPOBOJSTHCA
eJeKTPO(D1310JI0T1UHI BTPYUaHHS y JITEH;

7) JITH 3 J1arHO30M CEpIIeBOi KaHAJIOMATIi, y SIKWX BIICYTHI CUMITOMH Ta
AKAM  IMIJIJAaHTOBaHO a00 3aMiHEHO KapjioBeprep-aediOpuisaTop, BIepiie
OTJISIIAI0THCSA JIIKAPEM-KapAl0JIOTOM JTUTSAYMM Ta/a00 JiKapeM-Kap/i0joroM uepe3
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MICSIIb TTICIIS OTepaltii Ta Haiall KOXKH1 6 MICSIIIB; TTO3aIJIAHOBHM OTJIs HEOOX1THHI:
MICII KOXKHOT'O CIpalfoBaHHs JediOpuiiaTopa, BAHUKHEHHI JIOKAIBHUX 3MIH MIKIPH
a00 3ananpHUX peakiii B 30H1 IK]I;

namieHTy 3 iMmanToBanuM IKJ[ y momanpimomy moTpeOyroTh CIIOCTEPEKEHHS
BITPOJIOBK YKUTTS,

8) y Bumanky BuHukHeHHs y qutuHU 3 IK]] TpuBanoi rinmeprepmii (Oinbime
TpbOX 1110 Ha (HOHI MPUHOMY JKapO3HIKYIOUHX 3ac001B) a60 cyOhebpumiTeTy (OibIe
7 ni6), mo He MOXe OyTH MOSACHEHO IHIIUMHU NPUYMHAMH, TUTHHA Ma€e OyTH
HalpaBjeHa Ha KOHCYJBTAIlI0 0 JiKaps-KapJionora-eJekTpodiziosora abo 0
JKaps-Kapi0JIora IUTSIOTO CIEIiaai30BaHOT0 KapI10XipyprivHOTO 3aKIany,

9) vy BuUmaaKy Oyab-sKOI HOIii, 1[0 Harajaye CHHKOINE ad0 PanToBYy 3yIMHHKY
Cepls, IMiJT Yac CIOCTEPEKEHHS, MAIlIEHT HAMPABIIIETHCS HA KOHCYIBTAILIIO JI0 JIIKapsi-
KapJ110JioTa IUTAYO0TO;

Bba:xkani:

10) y mamienTiB 3 IK]/I Mae npoBOIUTHCH OIIHKA IICHXOJIOTIYHOTO CTATyCy Ta
JIKyBaHHS TUCTPECY; 3a HEOOX1THOCTI1, MAI[IEHTIB HAMPABJISIOTh HA KOHCYJIBTALIIO JI0
JiKaps-mcuxoiora abo ICUXOTEepanenTa,

11) 3 ycima marieHTamu, sKuM BcTaHoBjIeHO IKJI, HeoOXimHa KOMyHIKaIlis
JUTS pO3'sICHEHHS] XUOHUX YABIJIEHb 100 (DYHKIIIOHYBaHHS PUCTPOIO;

12) st 3a0e3nedeHHs] MBUAKOTO BUSBJIICHHS Ta pearyBaHHs Ha IOJIi, IO
noTpeOyI0Th MEIMYHOTO BTPYYAaHHS, 3a MOMJIMBOCTI, CJiJi BIOPOBAIKYBaTH
JUCTaHIINHUNA MOHITOPUHT nanieHTiB 3 IK/I.
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IHANKATOPHA AKOCTI MEZ[I/I‘{HOT JOIIOMOI'
IlepeJiik iHAMKATOPIB AKOCTI MeAUYHOI JOTIOMOTH

1. Haspaicts y 303, mo HagawTh CHEMiai30BaHy MEIUYHY JOTIOMOTY
Hari€eHTaM JUTAYOr0 BIKY 3 CEPLEBHMMH KaHAJIOMATISIMU KIIHIYHOTO MAapuIpyTy
namierTa (mam — KMII).

2. BigcoTok miTelt 3 ceplieBUMH KaHAJIOMATISIMU, Y SKUX BIJCYTHI CHMIITOMH Ta
AKI HE TMOTPeOYyIOTh MEIMKAMEHTO3HOIO JIIKyBaHHs, abo miTed 3 e(EeKTUBHO
Mi10paHoI0 AaHTUAPUTMIYHOIO TEpari€ro, SKUM TMiJ Yac CIHOCTEPEeKEHHS Oy
npoBeneHo ExoKI ogun pa3 Ha pik.

ITacnmopTH iHAMKATOPIB IKOCTI MeAMYHOI JOMOMOTH

1. HasiBHicts y 303, mo Hagae cneuiajgizoBaHy MeIW4YHY JT0NOMOIY
namieHTam autsa4oro Biky KMII 3 cepueBUM KaHAJI0NATISIMM.

3B’S30K IHAMKATOpa 13 3aTBEP/PKCHMMHM HACTaHOBAaMH, CTaHJapTaMH Ta
MPOTOKOJIAMHU Meau4HO1 gormoMoru (pam — CM]I).

[naukaTop IpyHTY€EThCS HA MOJIOXKEHHIX [boro CM/I.

3ayBa)KeHHsI 11010 IHTEPIPETAllii Ta aHaJ3y 1HIUKATOpA.

Januii 1HIUKATOp XapakTepu3ye OpraHi3allliHUIl acleKT 3ampoBa KEHHS
CYJacHHX MeIUKO-TexHoJoriyHux gokyMmeHTiB (KMII) B perioni. SIkicTh HamaHHS
MEJIMYHOI JOMOMOTH MAITSAM 3 CEPLEBUMU KaHAJOMaTisIMM, BIAMOBIIHICTh HaJaHHS
MenuuHoi pornomoru Bumoram KMII, Bignosignicte KMII unnnomy CM]J] nanum
1HIMKATOPOM BUCBITIIOBAaTUCA HE MOXKe, ajie JJisd aHalli3y IUX acHeKTiB HeOoOXiJIHE
000B’s13k0Be 3anpoBamkenass KMITy 303.

baxaHuii piBeHb 3HAUECHHSI 1HAUKATOpA:

2025 pik — 70%

2026 pik — 90%

2027 pix Ta nmogansiwmi nepiox — 100%.

[HCTpYKIIis 3 00YKCICHHS THANKATOPA.

Opranizamisi, ska Mae OOYMCIIOBATH IHJIMKATOP: CTPYKTYPHI MIAPO3IiIIN 3
MUTaHb OXOPOHU 3/I0POB’ S MICIIEBUX JIEPKABHUX aJIMIHICTpaIliii.

Hani Hagatothest 303, 1110 HAAIOTH CIICIiali30BaHy MEJUYHY JOTIOMOTY JITSIM
3 CEpLEBUMHU KaHAJOMATisIMU, PO3TAIIOBAHUMHU Ha TEPUTOPII OOCIYroBYBaHHS, IO
CTPYKTYpPHHMX TIJIPO3JJIIB 3 MHUTaHb OXOPOHHU 3J0POB’S MICIEBUX JIEPIKABHUX
aJMIHICTpaIliil.

JlaH1 HaTarOTHCSI MOIITO0, B TOMY YHUCJI €JIEKTPOHHOIO MOIITOIO.

Meton oOuuclieHHs 1HAWUKATOpa: MIIPaXyHOK UUIIXOM py4HOi abo
aBTOMAaTH30BaHOI 0OPOOKH.

[HarKaTOp OOYUCITIOETHCS CTPYKTYPHUMHU MIAPO3JLSIaMUA 3 MUTaHb OXOPOHU
3JI0pPOB’Sl MICIIEBUX JEePKaBHUX aJMIHICTpAIliil Micis HaAXOKEeHHS 1H(opMarlii Bija
ycix 303, 1mo HajaroTh CHeNiadi3oBaHy MEIUYHY JOTOMOTY MITSIM 3 CEPLEBHUMH
KaHaJOMaTIsIMU, 3apeECTpOBAHMX Ha TepUTOpii 0OCIyroByBaHHS. 3HAYEHHS
IHIUKATOpa OOYHCIIOETHCS, SIK BITHOIICHHS YACEIbHUKA JI0 3HAMCHHHKA.
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3HaMEHHHUK 1HAMKATOpa CKjlajae 3arajbHa KuibkicTh 303, 10 HaAalTh
CHeIiajgi3oBaHy MEIUYHy JOMOMOTY JITSM 3 CEpLUEBUMH  KaHAJIOMNAaTisIMHU,
3apeeECTpOBaHMX Ha TepuTopii oOcimyroByBaHHsA. [[xepernom iHdopMmalii € 3BIT
CTPYKTYPHUX TIiJPO3AUIIB 3 THUTaHb OXOPOHHU 3J0POB’S MICIIEBUX JCpPKaBHHUX
aZMiHICTpalliil, SKui MICTUTH 1HopMalio moa0 Kitbkocti 303, 1m0 HaIaTh
CHeIialli30BaHy MEIUYHY JOMOMOTY JITSM 3 CEpLEBUMHU KaHAJIOMATisIMH,
3apeECTPOBAHMX HAa TEPUTOPIi 0OCIyrOByBaHHS.

YucenpbHUK I1HAUKATOpa CKIadae 3arajbHa KiabKicTh 303, 1Mo HagawTh
CHeIialli30BaHy MEIUYHY JOMOMOTY JITSM 3 CEpPLEBUMHU  KaHAJOMATISIMH,
3apEECTPOBAHMX HA TEPUTOPIi OOCIYrOBYBaHHS, AJIS SAKUX 3aI0KyMEHTOBAHUN (haKT
HasBHocTI KMII 3 ceprieBoro kananomarieto. Jxepenom indopmarii € KMII, naganuit
JiKapeM, SIKMA HaJae Cheliadi3oBaHy MEIUYHYy JOMOMOTrY JITSM 3 CEpLEeBUMHU
KaHAJIOMATISIMU.

3HaueHHsI 1HAUKATOpPa HABOJAUTHCS Y BIICOTKAX.

2. Biacorok paiTeii 3 cepueBHMHM KAaHAJIONATIAMH, Yy SIKHX BigcyTHi
CHUMIITOMH Ta sIKi He MOTPeOyITh MeIUKAMEHTO3HOI0 JIiKyBaHHs, a00 JiTei 3
epekTMBHO MiZIOpaHO AHTHAPUTMIYHOIO Tepami€lw, fAKUM M 4ac
crocrepe:keHHs 0yJ10 nposeaeHo ExoKI' oqun pa3 Ha pik.

3B’SI30K IHAWKATOpa 13 3aTBEP/PKCHUMHM HACTaHOBaMH, CTaHAApTaMH Ta
MIPOTOKOJIAMH MEIMYHOI JOITOMOTH.

InaukaTop rpyHTy€ThCS Ha ONOXKEHHAX 1Iboro CM/I.

3ayBaxk€HHsI 111010 IHTEPIpETAallii Ta aHaJI3y 1HAUKATOpa.

[Tpu anani3i iHAUKATOPA CIIiJ] BPAaXOBYBATH HETIPUITYCTUMICTH (HOPMAIBHOTO Ta
HEOOIPYHTOBAHOTO BITHECCHHS JI0 YMCEJIbHUKA 1HIUKATOpa TUX TMAIEHTIB, I SKUX
HE MPOBOJIUIIOCS MEIUYHOTO OTJISIAY JIIKapeM, KU HaJla€ MEAUYHY JOTIOMOTY JIITSIM
3 CepPIEBUMH KaHAIOMATISIMHU MPOTATOM 3BITHOTO TIEPIOTY.

Y nepBUHHIA MEAWYHIM JOKyMEHTAIlli MaloTh OyTH 3aJIOKyMEHTOBaH1 (haKTH
MEJUYHOTO OTJIAMY IMAaIllEHTa, BUKOHAHHS OOOB’SI3KOBHX JIarHOCTUYHUX MPOIIEIYD,
Bu3HaueHux B CM/I, 3okpema, ExoKI' miopiuHo a Takox HasiBHICTh a00 BiJICYTHICTh
MTOBTOPHUX TPOSIBIB Ta YCKJIAIHCHD 3aXBOPIOBaHHS. [larlieHTH, A1 SIKUX TaKi 3amucH
B MEJMYHIN JOKYMEHTAllli BIICYTHI, HE BKIIOUAIOTHCSA /10 YMCEIbHUKA 1HAUKATOPA.

[MinpoBui (OaxkaHWil) piBEHb 3HAYEHHS 1HAMKATOpA HA €Tarl 3alpOoBa>KEHHS
CM/] He Bu3HaAYaeTbCs 3apaau 3amoOIiraHHsS BUKPHUBIEHHSA pEAIbHOI CHUTYallli
BHACJIIIOK aJIMIHICTPATUBHOTO THUCKY.

[HCTpYKIIis 3 00YKCHEHHS THANKATOPA.

303, 1o Mae 00YUCITIOBATH IHIUKATOP: JIKAp, KU HAJla€ METUIHY TOTIOMOTY
TITSAM 3 CEPIIEBUMHU KaHAJOMATISIMU; CTPYKTYPHI MIAPO3AUIM 3 THUTaHb OXOPOHH
3I0POB'Ss MICIICBUX JIEp)KaBHUX ajaMiHicTparii. JlaHi HagaloThCs JNKapsSMH, SKI
HAJAI0Th MEAUYHY JIOTIOMOTY JITSM 3 CEpPIIEBUMH KaHAJIOMATISIMHU, 3apEECTPOBAHUMHU
Ha TEpPUTOpli OOCIYroBYyBaHHS, MO CTPYKTYPHUX MIAPO3JAUIIB 3 NMHTAaHH OXOPOHH
3JIOPOB'sI MICIIEBUX JIEPKABHUX aIMIHICTpAIIii.

JlaH1 HaAAI0THCA MOMITO0, B TOMY YHKCII €JIEKTPOHHOIO MOIITOO.
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Meton oOuuciieHHs 1HAWKATOpa: IMiIPaXyHOK NUIIXOM pPyd4HOi  abo
aBTOMAaTU30BaHOI.

[HarKaTOp OOYUCITIOETHCS CTPYKTYPHUMHU MIAPO3JLJIaMUA 3 MUTaHb OXOPOHU
3IOPOB'S MICIIEBUX JAEP KaBHHUX aJMIHICTpAIiil MiCIs HAAXOMKEHHS 1HopMarii Big
yCiX JKapiB, SKi HaJalOTh MEAUYHY JOMOMOTY HITSIM 3 CEPLEBUMH KaHAJIOMATIsIMH,
3apeECTPOBAHUMH Ha TEPUTOPIi 0OCTyrOBYBaHHS.

3HaueHHS 1HIUMKATOpa OOYMCIIOETHCS, $K BIJHOIICHHS YHCEIbHHUKA [0
3HaMEHHUKa

3HAMEHHUK 1HIMKATOpa CKIaJa€ 3arajibHa KIJIbKICTh JITEH 3 CEepPLEBUMHU
KaHaJIOMATIsIMU Y SIKUX BIJICYTHI CHMIITOMH Ta K1 HE MOTPEOYIOTh MEUKaMEHTO3HOTO
JiKyBaHHS, a00 aiTeld 3 ePEeKTHBHO MIAIOpaHOI0 AHTHAPUTMIYHOIO TEpaIi€ro, SKI
nepeOyBalOTh 1]l CIHOCTEPEKEHHSM JIKaps-Kapaiojgora AUTA40ro abo Jikaps
3arajbHOI MPAaKTUKU-CIAMEMHOTO JIKapA.

Jlxxepenom iHGopmaitii €: popma Ne 025/0, Ne 003/0.

UucenpHUK 1HAMKATOpa ckiangae Kubkicth miter 3 IIIIT, y skux BiacyTHi
CUMIITOMHM Ta SIKI HE MOTPeOYyIOTh MEIMKAMEHTO3HOIO JIIKYBaHHsS, abo iTed 3
e(eKTUBHO Mi1I0paHOI0 AHTHAPUTMIYHOIO TEPAMIED SKUM MiJ 4ac CHOCTEPEHKEHHS
oyno npoeaeHo ExoKI' onuu pa3 Ha pik.

Hxepenom iHpopmartii €: popma Ne 025/0, popma Ne 003/0.

3Ha4YeHHS 1HAUKATOPa HABOJUTHCS Y B1ICOTKAX.
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Ilepenik JiiTepaTypHHX JKepes, BAKOPHCTAHHX NMPH po3pobui cTaHgapry
MeIH4YHOI JONOMOTH

1. Enexrponnuii nokymeHT «KiliHiYHa HacTaHOBa, 3aCHOBaHa Ha JI0Ka3ax
«OKutre3arpo3nusi TaxiapuTmii y agitei», 2025 pik.
https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-nastanovi/.

2. Haka3 MinicTepcTBa OXOpOHHM 310poB’s Ykpainu Bix 14 mororo 2012 poky
Ne 110 «IIpo 3aTBepmxeHHA GOpM NEPBUHHOI 00IIKOBOI JOKYMEHTALi]l Ta IHCTPYKIIii
OO0 iX 3allOBHEHHs, IO BHKOPHUCTOBYIOTBCS Yy 3aKiIaJaX OXOPOHH 3J0POB’S
HE3AJIEKHO Bl (GOpPMHM BIACHOCTI Ta WiANOPAIKYBaHHS», 3apEECTPOBAHMN B
Minictepctsi roctunii Ykpainu 28 kBitHsa 2012 poky 3a Ne 661/20974.

3. Haka3 MiHicTepcTBa OXOpOHH 310poB’st YKpainu Bix 28 Bepecus 2012 poky
Ne 751 «IIpo cTBOpeHHsI Ta BIPOBA/KCHHS MEAWKO-TEXHOJIOTIYHUX JOKYMEHTIB 3i
CTaHAapTH3allii MEIUYHOI JONMOMOTH B CHCTeMi MIiHICTEPCTBa OXOpPOHH 3IOpPOB’S
Vkpainm», 3apeectpoBanuii B MiHicTepcTBi IocTHUIl YKpainu 29 mucronana 2012 poky
3a Ne 2001/22313.

4. Haka3 MiHicTepcTBa OXOpOHH 310poB’s Ykpainu Bia 28 ymmHs 2014 poky
Ne 527 «I1Ipo 3atBepmxeHHs GopM MEPBUHHOI 0OJIIKOBOI JOKYMEHTALI1 Ta 1HCTPYKLi#
LIOO IX 3alOBHEHHS, IO BUKOPHCTOBYIOTHCSA Y 3aKjIaJaX OXOPOHHM 3J0pOB’S, SKi
HaJal0Th aMOYJIaTOPHO-TIONIKITIHIYHY [JONOMOrY HAaCEJIeHHIO, HE3aJeXHO Bif
MAMOPAAKYBaHHA Ta (JOPMHU BIACHOCTI», 3apeecTpOBaHMi B MiHICTEPCTBI IOCTHIIIT
Vkpainu 13 cepras 2014 poky 3a Ne 959/25736.

5. Haka3 MiHicTepcTBa 0XOpOHHM 340poB’s Ykpainu Biag 09 mucromama 2020
poxy Ne 2559 «IlIpo aesiKi MUTaHHA YAOCKOHAJIEHHSA poOOTH BiIIUIEHb aHECTE310/10T11
Ta IHTEHCHBHOI Teparii 3aKjIa/iiB 0XOPOHH 3I0pOB’», 3apeecTpOBaHUi B MiHiCTEpCTBI
roctullil Ykpainu 18 rpyaas 2020 poky 3a Ne 1259/35542.

6. Haka3 MiHicTepcTBa OXOpOHH 310poB’s Ykpainu Bixx 13 uepBHsa 2025 poky
Ne 971 «IIpo 3aTBepmKEHHS CIMHAaUATOrO BUIycKy Jlep»kaBHOro d¢opmymspa
JiKapCchKUX 3ac00iB Ta 3a0e3meyeHHs HOro JOCTYITHOCTLY.

B.o. 1upexTopa /lenaprameHTy
MEAHYHHUX MOCJIYr Annpi TFABPHJIIOK

/—




Honmatok 1

1o CranmapTy MEIUYHO1 JOTIOMOTH
«CeplieBi KaHAJONATII y ITEH»
(myskT 1 po3aimy 1)

PeKOMeHI[a]_[i.l. o100 BE€ACHHA IliTeﬁ 3 OCHOBHMMM CepuaeBUMHA KaHaJIoNaTisIMHu

AJITOPUTM BeJleHHSI NALIEHTIB 3 CHHAPOMOM MO0BKeHoro intepsaay QT

amienT 3 cunapomom LQT

I

v

v v

v

-
i i ACHMITOMHMIA MALiEHT
PanToBa 3yminKa CHHKOIIE JI0 T0YaTKy ACHUMITOMHHUI MaIli€HT 3 c 0 TallienT 3
cepist MeINKaMEHTO3HOT nonoexennM QT a6o Ge3 TeHHOIO MyTali€ro 6e3
9 Teparii TeHHOI MvTarii noxosxenoro QT
l y v A
[ 3aranbHi pexomenaanii (Kmacl) ]
[ Bera-oaoxaropu (Kiacl) [ Bera-6;10katopu (Kinaclla) ]

[ MyTanii rena SCNSA (LQT3) : mexcnierun (Kmacl)

'

Ipu LQT1,LQT2 abo

ApUTMOTEHHA CHHKOTIE LQT3, onirmmn pusik 3
a60 neronepopanalllT YPaxyBaHHAM TCHOTHILY Ta
wa Tepani QTC (1-2-3-LQTS Risk)

CriocrepexeHHs

(Knac IIb)
l J
MennkaMeHTO3Ha Teparis Brcokuii pusuk
IPOTHIIOKa3aHa ab0 HEe TONePYEThCS
CaC Imrunanraris IK(Knac
(Knaclla) 1Ib)

Immmanraris KT
((Knac IIa)

A4

®_>[ CriocTepesxeHHs ]

‘( IKJ] mpotunokaszaHwuid,

[ Immmanranis 1K/ (Knac I) ]

! l HebakaHu# a00 YacTi MIOKH

J > | CIC (Knac I) J




[IponoBxenHs nonarka I

Yacruna I. Aaropurm BejeHHs1 naunieHTiB 3 natepaoM bpyraga na EKI

[ Mauient 3 EKT ninosporo Ha cunapom Bpyrana ]

!

Hemae LIT Criiika IIIT aéo nepexurta
P3C
i \
[ CrniorHrannuii nareps EKI ]

[ Hemae EKI" natepny cunapomy bp ]

[ BukiI0unTH aNbTepHATHBHHIA 1iarHo3 ,mo Bignosinae EKI ]

ApHUTMOreHHE CHHKOIIE/HiuHEe
(Kacl aroHajlbHe IUXaHHS

} E
[ 3aranbHi pekoMeHaanil ]

Tect 3 Giokaropamu Na i

xanaumi ( 11I)
@ Cimelinnii anamues )
\ 4
O ORr= ©

Tecr 3 GrroKatop. Tecr 3 610KaTOp.
Na xananis (Kiac Buricka
D

Na kanasis
(Kmac N

Tlo3utuBHMit

v

( ] ) Pesynbrar
' Imnnanranis Pesynmbrar
ApuTMOTeHHI P IK/I (Knac Ila)
CHUHKOIIC

| . .
[ Heratunuit ] [ Tlo3utuBHMI ]
IMoBTOpHI
cummromi T Bumucka
. J

3arabHi

I -

Benenns

PEKOMEHAa
3T11HO il
Heyrouneni cunkore CriocTepexeHHs PekoMerarii (Knac I
ESC mono
l BEJICHHS

(]’leTneBm“l peecTparop ) CrocTepexeHHs
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Yacruna I1. Aaropurm BeJleHHsI nanieHTiB 3 narepuom bpyraga na EKT’

o

L

Criiika IIIT a6o nepe:xnra P3C ]

Buxiarountu aanenHaTanLﬁ miaruo3s. mo sinnosinaec EKT

v

3aransni pexomengauii (KmacI) ]

Imnaanranis IKJ{ (Knacl)

)

|
[
[

Tecr 3 6;10kaTopom Na kanamiB
(Knac 11D

[ IoBTopHa cumnTomua LT ]

[ Cnontanunii narepn bpyrana I tuny na EKI’

)
)

Tect 3 0;10kaTopom Na
kanaiiB (Knac I)

Mo3nTUBHMIT

3aranbpHi peKoMeHIaii
(Knac I)

ImmutanTaris 1K/
(KJIAC D)
|4

[ IToBropHa cumnTomua T

'

of Karerpna a6msmis (Knac
’l 1la)

l PesyabTat I
A 4
HeratutBHHNi

-

Hopanbmuii nomyk
AIbTEPHATHBHUX
NpUYNH




[IponoBxenHs nonarka I

AJITOPUTM BeJleHHSI MALI€HTIB 3 CHHAPOMOM/NIATTEPHOM PAHHBOI penoJsipu3anii

[ ITanieHT 3 naTepHOM paHHbOI penoasapusanii Ha EKT ]

!

\ 4 —[ PanrToBa 3ynunka cepus ]

[ ApHUTMOT€HHI CHHKOIIE ]‘ ®‘
T

[punaiimai oquH HaKTOp PH3UKY:
. EKT" 03HaKM BUCOKOTO PU3UKY

. Cimetinnit anamue3 PCC
. Cimeiinnii anamue3 CPP

[ ImmnanTtanis IKJT (Knac I) ]

]

[ Enextpuunuii mropm ] [ TosTopHi moku IK]] ]

|

@ » Peunnus
( )
IlerneBuit IlerneBuii peectparop
peectparop (Knaclla)
(Knac Ib) Karterpna a6swis
¢ tpureprux HIEC (Knac
ImMrutanTaris 1a)
IKZ (Kmac IIm) TpunHaiimHi oauH pakTop pU3KKY:
. EKTI" 03HaKu BUCOKOTO
——

PHBHKY
Cimetinnit anamuae3 PCC
Cimeiinnit anamue3 CPP

O ®

A4

He notpedye obcTexeHHs
Ta tepamii (Kmac I1I)

. EKT o3HaKu BUCOKOTO PU3HKY
e  Cimeitnnit anamaes PCC B
MOJIOIOMYV BiIli

[

<S> o

IlerneBuii peectpatop
(Knac I1a)

IletneBuii peectpaTop
(Knac Ila)

ImmmanTarist IKJ (Knac
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AJITOPUTM BeJleHHS MALI€HTIB 3 KATeX0JaMiHepriYHoI0 noJaiMop¢HOI0
HUITYHOYKOBOIO Taxikapiero

MMauient 3 KIIIIT ]

|
v ' v

PanToBa 3yIIMHKaA cepus ApUTMOTEHHE CHHKOIIE 200 Bescumnromumii, 6€3 3aJ0KyMEHTOBaHOT
nBoHanpasieHa nonimopdua HIT LIT. asie 3 T€HETUYHOIO MVTALIEI0

L v \4

3araabni pekomennauisa (KnacI) ]

Bera-6aokarop (KmacI) ] [ Bera-6ioxatop (Kmaclla) ]

ImnaanTanis IK/ (Kaac I) ]

l

N
Cunkorne a6o ygacrti IIEC Cunkone a6o gacti IIEC ,
ado IIT ) a6o LT

' \ I
Onekainin (Kac Ila) Oexainin (Kiac Ila)
Cunkore abo Cunkore abo
3ajokymenTosana [T 3agokymenTosana [T
\4 A\ 4
[ CIC (Knac I1a) J [ ImmutanTarrist IKI (Knac 11a) ]

[ CIC (Knac Ila) ]




Jlomatok 2

no CrtaHapTy MEAUYHOI 1OTIOMOTH
«CeplieBi KaHANONATIi y TITEH»
(mysKT 2 po3ainy 1)

Buszna4yenns, siki 3actocoByrorbess B CMJ{

Moaimopdua muaynoukoBa taxikapais (ITIIT): pizHomaHiTHA MopdoJioris
komruiekciB QRS min gac Taxikapii.

Crilika miyHoukoBa taxikapais: 6e3nepepsna T npoTsarom monaimMeHIe
30 c, abo sika BUMarae BTpy4aHHs JUJIs 1i IPUITUHEHHS.

@iopuasauis wmuryHoukiB (®I): xaoTuyHuil puTM 13 XBHICTIOAIOHHUMU
HEpEeryJIpHUMHU CKOPOYCHHSIMH 3a dYacoM 1 wMopdoJioriero, 0e3 AUCKPETHHUX
koMmruiekciB QRS na nmosepxnesiit EKT'.

PanrtoBa 3ynunka cepus (P3C): pantoBe npunMHEHHsST HOPMAIBHOT CEPIIEBOT
TISUTBHOCTI 3 TEMOJUHAMIYHUM KOJIAIICOM.

PanrtoBa cepueBa cmepthb (PCC): panroBa npupoaHa cMepTh, IPUUUHOIO SIKOT
BBa)KAIOTHCS CEPIICBO-CYIMHHI MO/11, 110 HACTAE POTIATOM OJTHI€T TOJUHU TICIS TTOSBU
CUMIITOMIB B OYEBHUJIHMX BHUITQJIKaX 1 MPOTATOM 24 TOJWH MICISA TOTO, SIK BOCTAaHHE
Oauruin mamiedTa kxuBuM. PCC y BuUmagkax aBTOICIT BU3HAYAETHCSA SK MPUPOIHA
panToBa CMEPTh HEB1JIOMOi a00 CepIIEBOT MPUUKHHU.

PanToBa cMepTh 3 HEBIIOMUX MPUYHUH: PANITOBA CMEPTH 3 HEBITOMUX IIPUUKH,
110 CcTajacs y JUTUHU cTapiie 1 poky.

Cunapom panrooi qutsuoi cmepti (CPAC): pantoBa cMepTh 3 HEBIIOMUX
OpPUYMH, SKAa BHHMKAaE€ Yy JUTHUHM MojoAaume 1 poKy 3  HEraTUBHOIO
MaTOJIOTOAHATOMIYHOIO Ta TOKCHUKOJOTIYHOK OLIHKOK Ta HEraTUBHOIO CYJOBO-
MEIUYHOI0 EKCIEPTH3010 00CTaBUH CMEPTI.

Cungpom panrtoBoi apurmiuHoi cMmepti (CPAC): pantoBa cMepTh 3
HEBIJOMHUX TNPUYMH, 1[I0 HACTa€ y JOUTHUHU cTapmie | poKy 3 HEraTuBHOIO
[MaTOJIOTOAHATOMIYHOIO Ta TOKCUKOJIOTTYHOO OI[IHKOIO.

HeyTouHeHe cuHKOMe: THUMYacoBa BTpaTa  CBIJOMOCTI  BHACJIJOK
nepedpanbpHOi rinonepdysii, sKa XapakTepu3y€eThCs MIBUIKUM MOYaTKOM, KOPOTKOIO
TPUBAIICTIO Ta CIIOHTAHHUM IIOBHUM BIJIHOBJICHHSIM, ajie 0€3 TOSCHEHHS IIiCis
3BUYAMHOr0 0OCTEKEHHS.

ApHMTMOTeHHe CHHKOMe: Jy)Xe Migo3piiie abo J0Ka30Be 10 T'eMOAMHAMIYHO
3HAYMMOT apUTMIi B OCHOBI.



[IponoBxkeHnus gonarka 2

IlaTorenHuii BapianT i IMOBIpHMII MATOreHHMI BapiaHT: AMEpPUKAHCHKUI
KOJIEJIK MEIMYHOI TeHEeTUKY HaJ]aB OCHOBY IS IHTEpIpETallli MPUUYUHHO-HACIIKOBUX
3B’S3KIB 3aXBOPIOBAHHS 3a T€HETUYHHUMH BapiaHTaMH, CTAHIAPTU30BAHUMHU B KJIACH.
['eneTryHi BapiaHTH, K1, IIBHUIIIE 32 BCE, CIPUYUHSIOTH ACOIIMOBAHE 3aXBOPIOBAHHSI,
HA3MBAIOTHCS V, «IIATOT€HHUMIY, 1 [V, «IMOBIpHO IATOT€HHUMI.

MyTanisi: 11efi TepMiH BUKOPHCTOBYETHCS B IbOMY JOKYMEHTI ISl TO3HAYCHHS
BapiaHTy kinacy [V abo V.

Bapiaur HEeBH3HAYEHOI'0 3HAYCHHA: 3MIHA IMOCJI1I0BHOCTI
JI€30KCUPUOOHYKIICTHOBOI KUCIIOTH T'€Ha, sIKa HEB1JJOMO BILJIMBAE HA 3JJ0POB’ S JIFOJUHHU.

Cunapom nogos:xkeHoro inrepsaay QT (LQTS) — xiiHIYUHMA CUHAPOM, IIO
XapaKTEPHU3y€EThCsl MOJOBXKEHHSAM 1HTepBany QT Ta HUIYHOYKOBOIO TaXiKapai€ro,
BUKJIMKAaHUMU MEPEBAXKHO aJIPEHEPTIYHOI0 aKTUBAIIIEIO.

Cunapom Anaepcena-Tagina 1 Tuny, skuii Takox kimacudikyeTses sk LQTSy7:
PIAKICHE 3aXBOPIOBAHHS IO XapaKTEPU3YEThCS TPbOMa OCHOBHMMHM CHMITOMAMMU:
yactoto LT (nmanpuknan, asonanpasiena 1T), nu3mopdizmMamu Ta nepioguayHUMHU
napajiyaMu.

Cunapom bBpyraga: niarHocTyeThCsl HE3aJIEAKHO Bl CHMIITOMIB Y NAIIEHTIB 0€3
IHIIUX CEpIIeBUX 3aXBOPIOBaHb 31 CIIOHTAHHMM BUHUKHEHHSAM martepHy EKID Tumy
bpyrana 1 (miaiiom touku J > 2 MB 3 migiiomom cermenta ST Ta iHBepcieto 3yons T
NpUHAiiMHI B OJHOMY TMpaBOMYy MpekopaiaabHOMy BigseaeHHi (Vi abo Vo),
pO3TAIIOBaHKUX B IPYTrOMY, TPEThOMY 200 4eTBEpTOMY Mikpedep').

Cunapom pannboi penoasipusaunii (CPP): giarHocTyeThcsi y marli€HTa,
peaniMoBanoro micig napokcuzmy T ab6o @HI 06e3 Oynb-sIKUX CEpIEBUX
3axBOpIOBaHb, akui Mae Ha EKI marrepH panHboi penonsipu3aitii: miaiomM Touku J >1
MM y >2 CyMIXKHUX HHKHIX Ta/abo 6okoBux BineaeHHX EKT .

Kartexosaminepriuaa mouaiMmopdna nuryHoukoBa Ttaxikapais (KIIHIT):
CIIaJKOBE 3aXBOPIOBAHHSA, SIKE XapaKTEPHU3YEThCS BHHHUKHEHHSM MapOKCU3MIiB
KaTexoJaMiH-iHIyKkoBaHoi jABoHampasieHoi IIIT 3a BiICYyTHOCTI CTPYKTYpHOI
MaTOJIOTI 1IIeMIYHOT XBOPOOH CEepIIs.

Cunapom Bkopoudenoro inrepsaay QT (SQTS) — me piakicHe reHEeTHYHE
3aXBOPIOBAHHS, SIKE XapaKTEpHU3ye€ThCsl KOPOTKUM iHTepBasioMm QT Ta HasBHICTIO
napokcusmiB @I ta @I B KOHTEKCTI CTPYKTYPHO HOPMAJILHOTO CEPIIS.




Honarox 3

1o CtangapTy MEIUYHOT IOMTOMOTH
«CeprieBi KaHAJIONATI1 y JITEH»
(migmyHKT 1, myHkTy 3, po3airy II)

TeveTuuHuii pusuk xurtedarpoduBux apurmiii (K3A)/PCC, Tunosi
Tpurepu K3A/PCC, Bik Ha moMeHT peectpauii ZK3A/PCC, nepeBaxaHHsl cTaTi
Ta THnoBa 7K3A (IIIUT/®II nmporu MIIT npum pi3HuX 3aXBOPHOBAHHSAX,
noB'sa3anux i3 IHIA/PCC).

7

TEHETHUHHIA PU3KK BiK Ha MOMEHT peecTpaui H3A/PCC MNepeBamaHHA CTaTi
HIAPCC Ta TMNOBa HK3A
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Honartok 4

1m0 CtaHaapTy MEJIMYHOI JOTIOMOTH
«Cepl1ieBi KaHaJIONATIi y AITEH»
(mignyHKT 6, myHKTy 3 po3aiay 1)

BHyTpilmtHbOBeHHMIA IPOBOKANIHUN JIATHOCTUYHUI TeCT

IIpoToxomnun Kpurepii npununenns
Jloza/mBuaKicTh TeCTYBaHHS,
JiarnocTuu indys3ii/ IMo3utuBH | IIpoTMIOoKazaHH KOHCYJILTYBAHHS Ta
HMii TecT Inaukanis TPUBAIICTD Mii TecT 1 YIPABJIiHHS
Eminedprn | KIIILT ta Bigmouna 10 xB. >3 ynapiB [NomopxeHHs Cucromivaauii
peaHiMOBaHUI [oyniTts 3 0,025 IHIT a6o QTc >480 mc. apTepianbHuiA TUCK > 200
TTCIIS 3YTIMHKH MKT/KI/XB JIBOHAIIPAB MM PT.CT., HecTilika [T
cepiis 3 abo 6e3 mpotsrom 10 XB, nenoi 1IT. abo OIIIT, >10
CXC, ko TeCT | TOCTYIIOBO nepeIJacHuX
3 (PI3MYHIM 30LTBIIYHTE 0 [ITYHOYKOBUX
HaBantaxkeHmsiM | 0,05, 0,110,2 KOMILIEKCIB /XB,
HEMOJKIIMBHIA. MKI/KI/XB KPOKaMH yepryBauss 3yomuis T abo
Cimeiina icTopis | 10 5 XB. HETICPEHOCHMICTh
CHHJIPOMY TarfiexTa.
panToBOl SIkimo cuMrrromu
ApPUTMIYHOL 30epIraroThCS MCIS
CMepTi TIPUNTMHEHHS, B/B

METONPOJION 2,5—5 Mr
mpoTsiroM 1 xB.




[IponoBxkeHHs nonarka 5
JlogaTok 5
1o CtaHmapTy MEIUYHOT JOTIOMOTH
«CeprieBi kaHamonaTii y JiTeh»
(migmyskT 12, myskty 3 posmainy 1)

Oco0/1MBOCTi FeHETUYHOT0 TECTYBAHHS NMPHU CePUEBUX KAHAJIONATIAX

['eHeTHuHE TeCTyBaHHS PEKOMEHYETHCS, KOJU 3aXBOPIOBAHHSA J1arHOCTOBAHO Y
®uB01 200 momepioi nutunu 3 puszukom LA, PCC ta iMOBIpHOIO T€HETHYHOIO
IIPUYHAHOKO

Komnu Bniepiie BUsBIIEHO Nepe0adyyBaHU MPUUUHHUHN BapiaHT, PEKOMEHIYEThCS
OIliHKa MaTOT€HHOCTI 32 MI>KHAPOIHO MIPUNHATOIO CUCTEMOIO

Sxio y x%uB0i 60 moMepIoi AUTHHY OYyJ10 BUSBJIEHO BapiaHT kiacy [V abo kiacy
V 13 3axBoproBaHHsaM, 1110 Hece pu3uk LA Tta PCC, pekoMeHyeThCsl TEeHETUYHE
TECTYBaHHS POJUYIB MEPIIOTO CTYMEHs, POJUYIB 3 CUMIITOMAMHU Ta OOJIIraTHUX
HOCIIB.

PexoMeH10BaHO, 1100 NeHETHMYHE TECTyBaHHS Ta KOHCYJIbTYBaHHS IOJ0 HOTO
MOTEHUIMHUX  HACHIAKIB  MPOBOJMIIMCS  MIKIUCHUIUIIHAPHOK  KOMAaHJIO0
€KCIIepTiB

PexomennoBano, mo6 Bapiantu kiacy III (BapianTu HeBHM3HAYEHOI 3HAYYIIOCTI)
Ta Kkyacy [V oriHioBaIuCs Ha Cerperailiio B CiM’sX, 1€ 1€ MOXKIIMBO, 1 IEPI0IUYHO
MEPEOLIIHIOBAIIM BapiaHT.

He pexoMeHIyeThCS TPOBOJAMTH T€HETUYHE TECTYBaHHS y TMAIIEHTIB 3 1HIEKCOM,
10 CBITYUTH PO HEAOCTATHICTD JOKA31B TEHETHYHOTO 3aXBOPIOBAHHS




[IponosxeHHs nonarka 5

I'eneTn4Hi TecTu Ta PEKOMEHAOBAHE 00CTEe:KEeHHS npoﬁanniB Ta pOI[l/I‘IiB 3 IEPBUHHUMH CJICKTPUYHUMHU
3aXBOPHBAaHHAMMU CepUs

Pannii
penoJisipizani
InionmaTnuna MHUH
LOQTS Cunapom Bpyraaa KIIHIT ®II CHHJIPOM
I'enernunmii Tect Kiac Ia Knacl Knac Ia KnacIl b KnaclIl b
[TpoGann ITouarkoBuii EKT EKT EKTI" 1 EKT" y BucOKHX Tecrt 3 dizuaaIM EKT
KJTIHIYHUH Tecr 3 IPEKOPAIATBHUX HABAHTAYKEHHSIM
TECT (I3MYHIM BIJIBEICHHSX
HABAHTAKEHHAM ITpoBoKkalrifHui TecT
OJIOKaTOpIB HATPIEBUX
KaHaJiB
IHi TecTr/mponecu Buxmrount Buximountu heHokoriro Buxmrount Xomrep
HaOyTI herokoriro/CX ExoKI"
LQTS C
Follow-up 1-3 poKH B 3aIKHOCTI BiJl piBHS pU3HKY
(KOHTPOJIEHA
1 BI3UT)
Ponnui Kmigiuanit EKT EKT Tta EKI" 3 BUCOKMM EKT EKT 1 Bucoka EKT
CKpPHUHIHT Tecr 3 IIPEKOPlaTbHAM Tecr 3 IpeKapaiaabHa ExoKT"
(hI3MYHKM BiaBeneHHAM: rToyaT 3 10 (hi3MYHIM BiIBEICHHS
HABaHTAKECHHAM POKIB HABaHTAKECHHAM EKT
(ko 1ie biiokaTropu HaTpieBUX Bing Tecr3
MO>KJIHBO) KaHaJIiB, IPOBOKAITIHI HapOKEHHS (I3MYHIM
Bin TECTH: TIoYaTu 3 16 poKiB, HABaHTAKCHHS
HapOJHKEHHSI SIKIIIO HEMAE KIITHIYHUX M
MoKa3aHb ExoKI
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Pannii
penoJspizami
ImiomaTmuna WHu
LQTS Cunpapom Bpyrana KITHIT L) 11| CHHJIPOM
I'enernunmii Tect Knac Ia Kmac I Kunac Ia KnacIlb KnacIlb
Follow-up [NosutuBHMiA heHOTHUIT 1-3 poKH B 3aJISKHOCTI BiJl PiBHS PH3HUKY
(KOHTPOIBHM ~ Ta/abo
1 BI3UT) Bapiant IV/V kinacy
HeratuBnauii dpenoru i Po3psin
HEeMae
Bapiant IV/V kiacy




JomaTok 6

1o CtaHaapTy MEIMYHOI JOITIOMOTH
«Cepl1ieBi KaHaJIONATIT y AITEH»
(mignyHkT 7, myHkty 3 posaiay 1)

Oco00MBOCTI JIArHOCTHKHN OKPEMMX KJIIHIYHMX CMHAPOMIB
cepueBUX KaHAJIONaTIi

Pexomenpamii

HiarnoctyBatu LQTS pekomenyerbes y maiieHTiB 3 cumntoMamu Ta QTc >480 mc
Ha noBTOpHUX 12-kaHanpHux EKI', a0 y acCHMTOMHUX MAaIllEHTIB P MOKA3HUKY
>3 OaniB 3a mkayoro crpatudikarii pusuky LQTS.

[TamienTam 3 imiHIYHO AiarHocToBaHUM LQTS pekoMeHIyeThCsi TEHETHUYHE
TECTYBaHHS Ta TEHETUYHE KOHCYJIbTYBAaHHSI.

Pexomennyetscst miarHoctyBatd LQTS y pas3i HasgBHOCTI MAaTOr€HHOI MyTalli
BIINOBIJTHUX T€HIB, HE3aJIEXKHO BiJ TpUBaJIoCTi iHTepBasty QT.

Hiarno3 LQTS cnix posrinsaaru 3a HasBHOCTI QTc >460 mc 1 <480 Mc Ha TOBTOPHUX
12-xananpaux EKI' y mari€eHTiB 3 apuTMOTE€HHUMH CUHKOIIE 32 YMOBH B1JICYyTHOCTI
BTOPMHHMX MPUYMH NOAOBKEHHs iHTepBairy QT.

PyTunHe miarHocTHYHE TECTyBaHHS 3 BUKOpHUCTaHHsAM emninedpuny npu LQTS nHe
PEKOMEHIYETHCSL.

JliarHocTHKA mali€eHTIB i3 cMHAPOMOM AHaepceHa-TaBija

[TamienTam 3 mi03por0 Ha cUHIApOoM AHaepceHa-Tapiia 1 Ty peKOMEHIY€eThCS
TeHETUYHE TeCTYBaHHSI.

Cunnpom Awngepcena-TaBina ciil po3riigiaTd y TMali€HTIB 0€3 CTPYKTYpHOI
MaTOJIOT1i cepld, Kl MalOTh MIPUHANMHI JBl 3 HACTYITHUX O3HAK:

- Bupaxeni 3youi U 3 nogosxxeHHaM iHTepBaity QT abo 6e3 Hboro,

- JBoHampasieHi Ta/abo noaimopdui ITEC/IIT,

- nu3MopdiyHi O3HAKH,

- TIeploUYHI Tapatii,

- marorenHa mytaitisg reny KCNJ2.

JliarHocTuka nanieHTiB i3 cunapomom bpyraaa

PexomenmyeThcsi miarHOCTyBaTH cuHApoM bpyrama y mamieHTiB 0e3 1HIIUX
CEpPIICBUX 3aXBOPIOBAHb 31 CIIOHTAHHUM natepHoM tuiy bpyrana 1 va EKT.

PekomeHnyeThCsl AiarHOCTYBaTH cUHIpoM bpyraga y mnaumieHTiB 0e€3 IHIIUX
CEpIIEBUX 3aXBOPIOBaHb, siki nmepexuinn P3C uepes DIII a6o 1T, 1 matoTh matTepu
EKTI" tuny bpyrazga 1, inaykoBaHuii mij 4ac TecTyBaHHs OJIOKaTOpaMHu HaTpl€BUX
Ka”aiiB a0o I yac IMXOMaHKH.

PekomeHnyeThCSl TEHETUUHE TeCTyBaHHsS Ha myTaiii reny SCNSA ana npoOaHiB
naIiedTa 3 CHHIpoMoM bpyrana.
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Cunnpom bpyraga ciig po3risgaté y MamieHTiB 3 iHAyKoBaHUM maTtTepHoM EKIT
tuny bpyraga 1 ta 6e3 iHIIUX cepIIeBUX 3aXBOPIOBAHb, Y SIKUX € IPUHANMHI OJHH 3
HACTYITHUX CUMIITOMIB:
- ApPUTMOTEHHI CHHKOIIe 200 HIYHE aroHaJIbHE JUXAHHS,
- ciMmeliHui aHamHe3 cuHapoMy bpyrana,
- cimetianii anamue3 PCC (y Bimi <45 pokiB) 3 HEraTHBHUM PO3THHOM Ta
o0CTaBHHAMM, ITiI0O3PITUMHU Ha CUHAPOM bpyrana.

Cunnpom bpyraga Moxke po3risiiaTucs, sk J1arHo3 y AiTed 0e3 1HIIMX cepleBUX
3aXBOPIOBaHb, SIKI JIEMOHCTPYIOTh iHayKkoBanuii nmarrepH EKI" tumy bpyrana 1.

Tect 3 OnokaropaMu HATpiEBUX KaHAIIB HE PEKOMEHIYEThCS Yy TIAIEHTIB 3
nonepeaHbo BusiBieHuM narrepHom EKI tuny bpyraza 1.

JIiarHOCTHKA NMALIEHTIB i3 CHHAPOMOM/IIATTEPHOM PAHHBOI pPenoJiapu3anii

PekomeHnnyeThCsl BUBHAUATH, SIK IATTEPH paHHbOI penoispuszauii (IIPP) enesamiro
ToukHu J >1 MM y IBOX CYMDKHHUX HIDKHIX Ta/a00 jaTepanbHuX BiaBeaeHHsX EKT.

Pexomennyetbcsi miarnoctyBatu CPP y  mamienta, peaHIMOBaHOTO —MicCIis
HeBuzHaueHoi PII/IIT 3a nasBaocti [1PP na EKT'.

Ko y IUTUHU, SKa MoMepsa panToBO 3 HETaTUBHUM PE3YJbTATOM PO3TUHY Ta
ornsigy MenuuHoi kaptu, npwkutteBa EKTT nemonctpye IIPP, ciig posrisHyTu
miargo3 CPP.

Poauui nepiioro crynens crnopigHeHocti namieHTiB 3 CPP maroTs OyTH HanpasiieH1
UL KINHIYHOTO oOcTexxeHHs Ha HasBHICTH [IPP 3 momarkoBummu EKI' o3Hakamu
BHCOKOTO PU3HUKY.

V nanientis 3 CPP Moxe OyTH pO3IisiHyTO FT€HETUYHE TECTYBaHHS.

Jlist 6ezcumnTomMuux namieHTiB 3 CPP nogaTkoBe KiiHIYHE OOCTEKEHHSI pyTHHHO
HE PEKOMEHIYEThCSL.

JiarnocTuka namieHTIB i3 KATEX0JIAMiHEPriYHOI0 MOJIMOP(PHOI0 HIJTYHOUKOBOKO
TaxiKapai€w

Pexomennyetscsi  miarnoctyBatu  KIIIIIT 3a  HasgBHOCTI  mapokcu3MiB
nBoHanpasieHoi adbo nommopduoi LT, mo nmpoBokyroThes PiznunuM abo Mcuxo-
E€MOIIMHUM HAaBAaHTAKECHHSM, Y MAIli€HTIB O€3 CTPYKTYpHOI MaTOJIOTii cepis Ta 3
HopmanbHOK EKI' cniokoro.

Pexomennayetscst miarnoctyBatu KIILIT y mamieHTiB, sIKi € HOCISIMM B TeHax
MyTallii, aCOIOBaHO1 3 IIMM 3aXBOPIOBAHHSIM.

[TamienTaM 3 KIIHIYHOIO MiM03por0 abo kiiHivHUM naiarHo3oMm KIIHIT mokxazani
TCHETHUYHE TECTYBAHHS T TCHETUYHE KOHCYJIHTYBAHHSI.

Hnst miarHoctuku KIIIOT y marfieHTiB, KOTPUM HEMOMKJIMBO TMPOBECTU TECT 3
(GI3MYHUM HaBaHTAXKEHHSAM, MOXXe OyTH pO3IJIIHYTO MPOBEICHHS Npodu 3
eniHepruHOM.

JiarHocTuka namieHTiB i3 cuaapomom Bropouenoro QT (SQTS)

Pexomennmyetncst miarHoctyBatu SQTS 3a HasBHOcTi QTc <360 Mc Ta mpuHaiiMHI
OJIHI€1 3 HABEJCHNX HMKYE O3HAK:
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- BIJMOBI/IHA TCHETUYHA MYyTaIlis,

- SQTS B cimeitHOMy aHaMHe3l1,

- BwkuBaHHA micas emizomy IHT/®II 3a BigcyTHOCTI IHIIUX CEPIEBUX
3aXBOPIOBAHb.

Hitam 3 giarao3zoM SQTS nokazaHne reHeTHYHE TeCTYBaHHS.

Hiarno3 SQTS cain posrisaaru 3a HasBHOCTI QTce <320 mc.

Hiarno3 SQTS cuig po3rasgaTy y AiTe 3 apuTMOTEHHUMHU CHHKOIIE 32 HasBHOCTI
QTc >320 mc Ta <360 mc.

Hiarnoz SQTS moske posrmsmatucs 3a HasBHOCcTI QTc >320 mc 1 <360 mc Ta
CIMEHHOr0 aHaMHe3y panToBoi cMepTi y Billl 10 40 pokiB.




Jonatok 7

1o CtaHaapTy MEIMYHOI JOITIOMOTH
«Cepl1ieBi KaHaJIONATIT y AITEH»
(mignyHkT 7, myHkty 3 posaiay 1)

JliarHOCTHYHe 00CTEe:KEHHS TUTHHH, SIKA MePe:KNJia PpanToBy 3yNUHKY
cepus

VY nmitent, sixi nepexwin P3C, ane EKI' ta mani ExoKI' He miaTBepmKyroTh
cepleBy NpUYHHY, ciiif mpu3HaduTi KT ronoBHOro MO3Ky/TpyaHOI KIITKH.

Y nitelt, sxi nepexxuwnn P3C, mig yac orisay peKOMEHAYEThCsl 3poOouTu 3adip
3pa3KiB KPOBI ISl MOKJIMBOT'O TOKCHKOJIOTTYHOTO T4 TEHETUYHOT'O TECTYBaHHSI.

OTprMaHHS 3aMKCIB 13 CEPLEBUX IMIUIAHTOBAHUX EJIEKTPUYHUX MPUCTPOIB Ta
MOPTATUBHUX MOHITOPIB PEKOMEHYEThCS YCIM JITAM, 5Kl nepexxkunu P3C. YV tux, xto
nepexuB P3C, pexkomenayrotbes mnoBTopHi EKIT y 12 BigBemeHHsSX I dac
ctabuibHOro put™My (BKirouaroun EKI 3 BUcOkuME npekapiaibHUMU BiIBEACHHIMHU ),
a Takox OesnepepBHuii MoHITOpuHr EKI mig yac omyxaHHs.

[Tpuznauenns ExoKI' pekoMeHIoBaHa 3 METOIO PAaHHBOI JIAarHOCTUKH JUIS
BUSIBJICHHS OY/Ib-SIKMX CTPYKTYPHUX aHOMAJIiH Ta OMIHKK (DYHKIIIT CepIs B yCIX AITeH
nicis P3C.

Koponapna Bizyanizatis Ta MPT cepiis 3 mi3HIM NOCUJICHHSIM MapaMarHiTHUMU
KOHTPACTHUMHU 3aco0aMu, IO MICTSITh TaJloiHIA PEKOMEHJOBaHI MJig OI[IHKHU
CTPYKTypHu Ta PyHKIIi cepiis B ycix namieHTiB 3 P3C 6€3 4iTkoi 0CHOBHOI MPUYHHH.

[lepBUHHI €JIEKTPUYHI 3aXBOPIOBAHHS MOXYTh OyTH BHSIBJIEHI 32 JOMOMOIOIO
MPOBOKAI[IMHUX TECTIB, TaKWUX, SIK BHUKOPHUCTAHHS OJIOKATOPIB HATPIEBUX KaHAIIB,
aZieHo3uHnYy, eninepuny, npoBeaeHHs EKI nexxaun Ta cTosium, ICUXOJIOTTYHUN CTpeC-
TECT, a TAKOXK TECT 3 ()I3UYHUM HABAHTAKECHHSIM.

E®J[ Ta enekrpoaHaTOMIYHE KapTyBaHHS MOXYTh OyTH KOPUCHUMH IS
BCTAHOBJICHHSI MEXaH13MY 3YITUHKH CEPIIsi Ta O0paHHS ONTUMAJILHOTO TEPATIEBTUYHOTO
BapiaHTy Y KOHKPETHOTO MaIl€HTA.

['enetnuHe TecTyBaHHS MOXKe 1AeHTH(IKYBaTH MOJIEKYJsapHY npuuuHy P3C
IIUIIXOM BUSBJICHHS MATOT€HHUX MYTaIliil y T€HaX, MOB’sA3aHUX 13 crenudiuHuMu
(dheHoTHITaMU.

PexoMeHnaauii om0 1iarHOCTUKHU aiTel, siki nmepexunsaun P3C

Pexomenapamii

JutuHi, sxa nepexuna P3C 6e3 mo3acepiieBoi IpUIHHN PEKOMEHI0BAHO
3HAXOJUTHUCH I HATJISAIOM MYJIbTHIMCIHUILUTIHAPHOT KOMaHI!

VY enexrponectabinpHuX marieHTiB micias P3C 3 miio3poro Ha TpUBaTY 1IEMit0
MiOKap/a, moka3zaHa KopoHaporpadis
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Axmo pesynasratu EKI™ Ta ExoKI', He BiAmoBinal0Th ceplieBiil MpuyuHi, JITIM, SIKi
nepexuwn P3C, cnin posrisaytu KT ronoBHOTo MO3KY/TpyHOT KIIITKH

HiTsm, sixi nepexxusin P3C, pekoMeH10BaHO MPOBECTH 3a01p KPOBI Il POBEACHHS
TEHETHYHOTO Ta TOKCHUKOJIOTTYHOTO TeCTyBaHHS

PexoMeHI0BaHO OTpHUMaHHS 3amlKCIiB 13 IMITIAHTOBAHUX CEPIEBUX EIEKTPOHHUX
MPUCTPOIB 1 IEPEHOCHUX MOHITOPIB JJIs yCiX AiTeH, siki nepexxkunu P3C

VY mirei, sxi nepexxunn P3C, pekoMmeHayroThest mpoBecTd moBTopHi EKIT y 12
BIJIBEJICHHSIX IT1JT Yac CTabuIbHOTO cepiieBoro putMy (Bkiarouaroun EKI 3 Bucokumm
MPEKOPAiaJIbHUMHU BiJIBEJICHHSIMH ), @ TAKOK MPOBEACHHS 0€31ePEPBHOIO CEPIICBOTO
MOHITOPUHTY

Jns owiHkM CTPYyKTypu Ta (yHKIII cepus B ycix mnoctpaxaanux Big P3C
pekoMeHayeThCs npoBeaeHHS ExoEl’

Koponapna Bi3yam3amis ta MPT 3 mi3HIM TIOCHJICHHSM IapaMarHiTHUMH
KOHTPAaCTHUMH 3ac00aMu, 10 MICTSATh Ta0diHIM € PEKOMEHI0BAaHUMU JJIS OIIIHKH
CTpyKTypu Ta (yHKIIi cepust ycim narieHtam micist P3C, 6e3 4iTkoi OCHOBHOI
MIPUYMHU 3aXBOPIOBAHHS

Yeim pitam, ski nepexwn P3C 0e3 4iTkoi OCHOBHOI NMPUYMHM 3aXBOPIOBAHHS,
PEKOMEHIOBAaHO TIPOBECTU TECTH 3 OJIOKATOpaMM HATPIEBUX KaHAIIB Ta (PI3UYHUM
HABaHTAXKCHHSIM

JiTsim, sixi nepexxu P3C, po3risiHyTH MOXIIMBICT POBEICHHS
TINEepBEHTWISILIIITHOTO TECTY 3 METOIO A1arHOCTUKY CIIa3My KOPOHAPHUX CYAUH
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no CtanmaapTy MEJIMYHOI JOITOMOTH
«CeplieBi KaHAJIONATIT Y JITEH»
(mignyskT 1, myakry 3 posaiay I11)

PexoMenmamii momgo 3arajbHUX 3axoliB, crparudikamii PpuU3MKY TAa
JIKYBAHHSI OKPeMUX KJIIHIYHUX CHHIAPOMIB CepleBUX KAHAJIONATIH

VY Bunaaky LOTS pekoMeHI0BaHO HACTYIHE:

- Yuukaru JI3, mo nogoBxyoTh QT.

- YHUKaTH Ta KOpPEryBaTH po3jaJH €JIEKTPOJITHOIO OanaHcy.
- YHUKaTH reHOTUN-cnelu(pIYHUX TPUTEPIB

[Tamieatam 3 LQTS 13 3a10KkyMEeHTOBAaHUM TOAOBXKEHHAM 1HTepBany QT
PEKOMEHJIOBAaHO TpuiioM OeTa-0J0KaTopiB, B 17cali HECEJIEKTUBHUX 3 METOIO
3HIKEHHSI PU3HKY ApUTMIYHUX MOJIN

[Tamientam 3 LQTS3; Ta mogomxeHHsM 1HTepBany QT pekoMeHIOBaHMN NpHUIloM
MEKCUJICTUHY.

VY namieHTiB 3 MATOrEHHOI MYTalli€l0 CHenu(piyHUX TeHIB Ta HOPMaJbHUM
inTepBaioM QTc ciia po3risinatu npuitom 0era-0JI0KaTopiB.

[TamienTam 3 LQTS, mo nepexwm P3C, Ha nogaTok g0 npuiioMy 6eta-010KaTOpiB
pekoMmeHoBaHa iMrutanTaris IK/]

ImmnanTamis 1K pekomengoBana mamientam 3 LQTS, sxi orpumyroTh OeTta-
0JIOKaTOpW Ta TEHOTHUII-CTIEU(IYHY TEeparito, aje MalTh CUMITOMATHKY Ha (DOHI
npuiiomy 6eTa-0J0KaTOPIB.

CumniaThyHa JieHepBarlis cepiis mokaszana aitsaMm 3 cumnromatuaaum LQTS, xomu:

- tepanis [K/] npoTtunokaszana ado BIIXHIICHA;

- mutuHa 3 K]l mpuiimae Oera-Giokatopu Ta reHoturn-crnenudivni JI3, ane mae
MHOXHHHI IIOKK a00 BTpayae CBIIOMICTh BHAC1 40K BUHUKHEHHs LI T.

ImmnanTanis K abo cummatiyHa eHepBallis cepiis MOBUHHI PO3TIISIATUCS Y JTITEH
3 cumnTomMatnyHuM LQTS, konu GeTta-01okaTopu Ta reHOTUI-CIielM(pIYHA Tepartis
HE NepeHOCAThCs a00 B eheKTUBHUX J103aX IPOTUIIOKA3aHI.

YV Bumanky LQTS, mnepen mnouatkoMm Teparii CIiJl PO3IMJISSHYTH MOKIIMBICTb
PO3paxyHKy apUTMIYHOTO PU3UKY Ha OCHOBI TEHOTHUITY Ta TpuBaiocTi inTepairy QTc.

ImmnanTanis IK/[ moxke posrasaatuch y 6e3cumntTomuux gitedt 3 LQTS Ta BUCOKUM
pIBHEM pHU3HMKY (3TiIHO 3 KanbKynaropoMm pusuky 1-2-3 LQTS) Ha momatok [0
TreHOTUI-CIIEIU(PIYHOI MEIMKAMEHTO3HOI Tepamii (MEKCHUJIETUH Yy TMAalli€HTIB 3

LQTS3).

InBazuBHe ED/I mpu LQTS He pekoMeH10BaHO.

ImmumarTamis IKJ[ pexomenmoBana miTsaM 3 cuHapomMoM_AHjaepceHa-Tagina mics
P3C ab6o 3 remonHaAMigHO 3HAYNMOKO CTiliKoro 1T
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VY niteii 3 cunapoMoM AHJepceHa-TaBiia JIs JIIKyBaHHS IUTYHOYKOBOT apuUTMIi CITijT
PO3TISTHYTH TIpHiioM Oeta-0okaTopa Ta/ado (ekainixy

Y nmitet 3 cmHApomMoMm AHIepceHa-TaBija Ta HEYTOYHEHWMH CHHKOIIE CJHiJ
PO3TISAATH BUKOPUCTAHHS METIEBOIO peecTpaTopa.

VY marienTiB 3 cuaApoMoM AHaepceHa-TaBina, skl MarOTh B aHaMHE31 HEYTOYHEHI
cuHKome, abo MawTh CTiiiky noOpe mepenocumy LT, moxe OyTu po3risHyTa
immtanTamis IK]]

VYcim aitam 3 cuaapomom Bpyrajna pekoMeHy€eThCsl HaCTyIHE:
- YHUKHEHHs ipuiiomy JI3, siki MOXKYTb 1HAYKyBaTH migiom cermenTta ST y mpaBux
MIPEKOPAIATbHAX BiJIBEICHHSIX

- BigmoBa BiJ KOKaiHy, kKaHa0ICy Ta HAIMIPHOTO BKMBAHHS aJIKOTOJIIO.
- JlikyBaHHS JIMXOMAHKHU >Kapo3HIKyrounmu JI3.

ImnnanTanis IK/[ pekomengoBaHa marjieHTaM AUTSIYOrO BIKY 3 cUHApoMoM bpyrana,
SIK1:

- nepexunnu P3C,
- MAaroTh 33JJOKYMEHTOBaHY CNIOHTaHHY cTiiky [T

VY nite#t 3 marrepuom EKID' tumy bpyrama 1 Ta apuTMOreéHHHMMH CHUHKOIE IMOBUHHA
posrisaatuch imrutanTaris 1K/

VY niteii 3 cunapomoM bpyraja Ta HEYTOUHEHUMH CUHKOIIE TOBUHHA PO3TJISIATUCH
IMILTaHTAIlisl TIETJIEBOTO peecTpaTopa

Y nmite#t 3 cungpomoMm bpyraga Ta yactumm anekBaTHUMHM mokamu IK]I,
pedpakTepHUMU 1O MEIUKAMEHTO3HO1 Teparii, CJIiJI PO3IIIIHYTH KaTeTepHy aOsaiiio
tpurepuux IIEC Ta/abo enmikapaiaJibHOro cyOCTpaTry B BUXIAHOMY TPakTi MPaBOro
IUTYHOUYKA

VY 6e3cMMNTOMHUX NaIi€HTIB JUTAYOro BIKY 31 cmoHTaHHUM narrepHoM EKI' tumy
bpyrana 1 moxe posrnanartuca EDJ 3 mporpaMoBaHOIO €1EKTPUYHOI CTUMYIISIIEIO
IIUTYHOYKIB

VY okpemux 0€3CMMITOMHUX NAIlEHTIB 3 CUHAPOMOM bpyraza, B axux mijg yac EQ/] 3
MIPOTPAMOBAHOIO CTUMYJISILIIEI0 ITUTYHOUYKIB 3 BUKOPUCTAHHSIM JI0 2 €KCTPAaCTUMYIIiB
Oyna inaykoana ®@III, moxke OyTu posrisinyTa iMmanTaris [K]

Karerepna alnsmis y Oe3CMMNTOMHMX JiTell 3 cuHApoMoM bpyrama He
PEKOMEHYEThCS.

Hitssm 3 cuHapomoM paHHboi penojsipusanii (CPP), sxi nmepexxunu cCrioHTaHHY
3YNUHKY ceplls, pekoMeHaoBaHa imrutanTais [K/I.

V narientiB 3 CPP ta penuauByrodoro @I npusnagaerses Teparmist K]

V niteii 3 CPP ta npunaiiMHai ogHUM (HaKTOPOM pU3HKY a00 apUTMOTE€HHUMH CUHKOIIE
CJIIJT pO3TIIA/IaTH IMITJIAHTAIIO TETIIEBOTO PEECTPATOPA

V nireii 3 CPP ta peruauByrodoro DI, pedpakrepHOIo 10 MEIUKaMEHTO3HOI Teparrii,
CJIIJT pPO3TIISIHYTH KaTeTepHy abusiito Tpurepuux LIEC
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VY mauientiB 3 CPP, aputMoreHHUMHU CHHKOIIE Ta JOJaTKOBUMHU (PAKTOPAMU PUHKY
MOke OyTH po3risHyTa iMrutanTaiist 1K1

Y 6escumntomuux gitei, EKD skux pemonctpye CPP Bucokoro pusuky, 3a
HAsIBHOCTI B CIMEHTHOMY aHaMHE31 HEBU3HAUYEHOI panTOBOi CMEPTI B MOJIOZIOMY BIlll,
MOXKYTh OyTH po3rsHyTi iMIutanTaris IKJ] abo cocTepexeHHsl.

ImmnanTtamis 1K y Oescumnromuux mgitedd 3 i13oipoBanuM CPP na EKIT He
PEKOMEHTY€ThCS

VYcim namientam nutsyoro Biky 3 KIILIT pexomeHayeTbcs YHHUKaHHS 3MarajibHUX
BU/IIB CIIOPTY, BAXKHUX (DI3UYHUX BIPaAB Ta MepeOyBaHHS Y CTPECOBUX YMOBAX.

Yeim gitam 3 wiiHiyauM giarHo3oM KIIIT pexkomenmoBanuii mpuiiom Oeta-
0JI0KaTOPiB, OAKAHO HECENEKTUBHUX (TPOIPAHOIION)

Hitsam 3 KITIIT, mo mepexxunu P3C, pekomenayerbes immanTaiist K]l y moeaqnansi
3 npuiioMoM OeTa-0J10KaTopiB Ta (iekainiioM

Jna renermuyHo no3utuBHUX Jitedt 3 KIIIIT 6e3 ¢eHoTUNMIYHMX NpOSBIB CIijJ
PO3IIISIHYTH Tepartito 6eTa-01okaTopamMu

SAxmo y qutunu 3 niarnozom KIIIIT komOinariist 6eTa-61oxkatopiB Ta diekainiay B
TEeparneBTUYHOMY J103yBaHHI Hee(EKTHBHA, HE MEPEHOCUTHCS, a00 MPOTHUIIOKA3AHA,
CJILJI PO3IVISAJIaTH CUMIIATUYHY JIEHEPBALIIIO Ceplis

VY miteit 3 KIIIIT, siki MarOTh apUTMOTEHHI CHHKONE Ta/a00 3aJ0KyMEHTOBaHY
nBoHanpasieny/noixiMoppuy T wa ¢doHl mpuiloMy MaKCUMaJIbHO MEPEHOCHMOI
no03u 6eta-010kaTopa Ta duiekaiHily, MOBUHHA po3risiatucs iMmianTaiist 1K]]

Sxuo y nutunn 3 KIILIT, He3Baxaroun Ha MPUHOM MaKCUMAaJIbHO MIEPEHOCUMOIT JTI03U
6eta-00kaTopa, mpu (pi13MUHOMY HaBAaHTAKEHH1 BUHUKAIOTh PEIUUBYIOU1 CHHKOIIE,
nonimopdHa/nBonanpasiena T abo ugacti pesuctentHi LIEC, cmig posrisimatu
MpU3HaYeHHs (IeKaiHiay.

Hnst crpatudikanii pusuky npu KIIIOT nposenenns E®J[ 3 enekTpuyHOIO
MIPOrPaMOBAHOI0 IITYHOYKOBOKO CTUMYJISILIIEI0 HE PEKOMEHTY€ThCS.

JiTaM 3 AlarHO30M CMHAPOMOM BKopoudeHoro intepBaiay QT, sxi nepexunu P3C
Ta/abo0 MarTh 3aJJOKyMeHTOBaHy crnoHTaHHy criiiky LT, pekxomenmoBana
imrtanTaiis IK/]

VY monoaux namienTiB 3 SQTS ciij po3rIssHYTH IMITIAHTAILIIIO TIETJIEBOTO peecTpaTopa
TIO1H.

VY namientiB 3 SQTS Ta apuTMOr€HHUMM CHHKOIIE CJiJ] PO3TJISIHYTH IMIUIAHTAIliIO
IK/I.

[IpoBeaennss EDJ[ 3 enekTpUYHOIO MPOrpaMOBAHOIO0 HITYHOYKOBOK CTUMYIISIIEIO
st crpatudikaii puzuky npu SQTS He peKOMEHy€eThCS.
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MoaugikoBaHuil JIarHOCTUHYHMHA KaJbKyJasTop pusuky LQTS

3Haxigkun Baan
EKI’ QTc >480 mc 3,5
=460-479 mc 2
=450-459 mc (40JI0BIKH) 1
>480 Mc Ha 4 XBWJIMHI BiTHOBJICHHS ITiCJIS
HAaBaHTAXXYBaJIbHOI'O TECTY 1
Torsade de pointes 2
Anvwrepanis 3yons T 1
3a3yOpennii 3yoenp T y 3-X BiiBeIeHHSIX 1
UCC meH11a 32 BIKOBY HOpMY 0,5
AHnamHe3 Cunkorie [Tpu cTpeci 2
VY cnokoi 1
CiMeiiHuit Unenn poaunm 3 nmiaTBepmkeHuM LQTS 1
aHaMHE3 besnpuunnna PCC y Biti 10 30 pokiB y piAHUX NEPUIOTO CTYIEHS 0,5
CHOPIAHEHOCTI
I'eneTnyni [TaTorenna myTraris 3,5
TECTH

Hiarno3 LQTS 3 6amom >3.
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1o CranmapTy MEIUYHO1 JOTIOMOTH
«CeprieBi kaHamonaTii y JiTeh»
(migmyHKT 5, myHKTy 3 po3ainy 1)

PexoMenaauii o010 HeBiAKJIAIHOIO JIKyBaHHS CTiHKOI moaiMoppHOI
LIIIYHOYKOBOI TaxiKap/ii Ta eJIeKTPUYHOT0 IITOPMY

Pexomenmpamii

Kapnaiosepcisi-gediOpuiidiiisi MOCTIHHUM CTPYMOM PEKOMEH/IOBaHA, SK JIIKYBaHHS
NEePIOoi JTHIT AJI4 JITeH 13 reMoAnHaMI4HO HerepeHocumoro [T

KapnioBepcis-nediOpumsiiiisi NOCTIHHUM CTPYyMOM PEKOMEHJIOBaHA, SIK JIIKyBaHHS
nepuioi JHIT Juis giTedt 3 mnepeHocumoro [T 3a yMOBHM HHU3BKOIO pPU3UKY
aHecresli/cenarii

BHyTpimiHbOBEHHE BBEJCHHS BepanaMily HE PEKOMEHAYETbCS TpH Taxikapii
HEBIJJOMOT0O TOXOJIXKEHHS 3 IUPOKUM KoMmIuiekcoM QRS

JIiTSIM 3 €JeKTPUYHUM IITOPMOM BiJ] JIETKOI 0 CEPEIHBOI TSHKKOCTI PEKOMEHIYETHCS
cefarisi JJig TOJICTIICHHS TICUXOJOTIYHOTO CTPeCy Ta 3HUKEHHS CUMIIATUYHOTO
TOHYCY

Hust miteit 13 CXC Ta €NeKTPUYHUM IITOPMOM PEKOMEHAYETHCS aHTHUAPUTMIYHA
Tepamisi  Oerta-Onmokaropamu  (0a)kaHO ~ HECEJNIEKTHUBHI) Yy TIOEIHAHHI 3
BHYTPIITHBOBCHHUM BBEJICHHSM aMioJapoHy, SKII0 HEMA€ MPOTUITOKA3aHb

Hitssm 31 LT Torsades de pointes pekOMEHAOBaHO BHYTPIUIHBOBEHHE BBEICHHS
MAarsir 3 7o0aBKaMU KaIlio

[Tamientam 3 HaOytuMm cuHgapomom LQTS Ta peummuBom T Torsades de pointes
PEKOMEHIYEThCSI TPOBEJACHHS TPAHCBEHO3HOI ctumynsmii st 30utbmenns YCC,
HE3BaKAI0YU Ha KOPEKI[II0 MPOBOKYIOYMX YMOB Ta BBEJICHHS MarHi0

I'muboxa ceparrisi/inTyOariiss MOBUHHA OYTHU PO3TJIAHYyTa y JITEH 3 HENEPEHOCHMHUM
CJICKTPUYHUM IITOPMOM, 110 HE TIATAETHCS MEIUKAMEHTO3HOMY JIIKYBAHHIO

VY namiedtiB 13 peuuauByrounMu emnizogamu IIT/IH®, sxi He pearyoTh Ha
MEIMKAMEHTO3HE JIIKYBaHHS, CJIIJl PO3TJISIHYTH KaTETEPHY a0JISIIII0
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BereratnBHy MOIyISIIiF0 MOKHA PO3TIISSHYTH Y MITEH 3 €JICKTPUYHHM IITOPMOM,
PE3UCTEHTHUM [0 MEIMKAMEHTO3HOTO JIKYBaHHS, Yy SKHX KaTeTepHa aOJsIis
HeedexTuBHA 200 11 MpOBEIECHHS HEMOXKIIUBE

Buxopucranas MexaHIYHOI MIATPUMKHA KPOBOOOITY MOXe OyTH PO3IVITHYTO IpH
JTIKYBaHHI CTIMKOT 0 MEIMKAMEHTO3HOTO JIKYBaHHS EICKTPUYHOTO INTOPMY Ta
Kapai0reHHOTO IOKY
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AJITOPUTM HeBIAKJIAAHOI Tepamii NPHU CTiHKiH MoJiMOpP(Hii HIITYHOUYKOBIH
Taxikapaii (B T.4. IPH cepueBUX KAHAJIONATIAX)
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