Kuaacudikanii kapaiomionariii Ta MmiokapauTiB, siki 0y 3aTBepakeHi Ha IX
HanionaasHomy koHrpeci kapaiosoris Ykpaiuni (Kuis, Bepecens 2008).

B nmanux knacudikamisix BpaxoBaHi 3MiHH, IO 3aIPOMNOHOBaHI AMEPHUKAHCHKOIO aCOIAIlE0
cepit (AAC) Ta €Bporneiicbknm ToBapuctBoM kapaioioris (€TK).

IIpoekT kiaacugikauii kapaiomionarii.
B ocnoBy HoBoi knacuikarnii KMII noknaneno knacudikamito €TK 2008 poky.

Buznauenns.

Kapoiomionamis - matonoris MiokapQay, TpH SKiid BiZOyBalOThbCS HOTO CTPYKTYpHI abo
(GYyHKIIIOHATBHI TOPYIIEHHS, 1 AKI HE 3yMOBIEHI IMIEMIYHOIO XBOPOOOIO cepIls, TIMepTEeH3IEl0,
KJIAITaHHUMH BaJIaMH 1 BPOKEHIUMHU 3aXBOPIOBAaHHSIMH CEPIIS.

Buau (penornnm) KMII:
I. TKMII (rineptpodiuna KMII);
II. AKMII (munaramiitna KMIT);
III. AAITK (apuTmoreHHa AucIa3is MPaBoro MUTYHOUYKA);
IV. PKMII (pectpuxtuBaa KMII);
V. HexknacudikoBaHni:
1) HEKOMIaKTHMI MIOKaps;
2) crpec-inaykoBana (KMII Takairy60);

VYei Bunu (penorunu) KMII, B cBoto uepry, NOAUIAIOTECS Ha:
A. CimeiiHi/cnaakoBi (reHeTHYHI):
1.HeineHTHdiKOBaHI TeHH1 AePEKTH;
2. MATHI 3aXBOPIOBAHHS:
a. 3 BIJIOMHUM I€HOM: MyTaIlii TeHIB CApKOMEPHUX, PETYISATOPHHUX,
IIUTOCKEJIETHUX O1NIKiB, pyaHinuHOBUX penentopiB (RyR2), 6inky
BCTaBHOTO JINCKY 1 T.1.;
6. wmitoxonapuansHi KMII;
B. XBOpOOHW METabOJI3MYy:
® TOPYUICHHS HAKOMWYCHHS TJIMKOTCHY:
* Il Tumy - xBopo6a [Tomme (Pompe’s disease);
« III tuny — xBopo6a @opbe (Forbes diseases);
» xBopoOa lanony (Danon disease);
® JIM30COMAaJIbHI XBOPOOW HAKOTTMYCHHS:
* xBopoba abo cunapom Annepcona-dadpi (Anderson-Fabry
disease),
» cunapom Xapaepa (Hurler’s syndrome a6o Hurler-Pfaundler
syndrome);
® TIOpYIICHHS METa0O0JI3MY KUPHUX KUCIIOT;

b. Hecimeiini/Ha0yTi (HereHeTH4Hi):
a. 1110MmaTHYHi;
0. MiATUI 3aXBOPIOBAHHS:
e tokcuyHa KMII (B ToMy umcii iHAyKOBaHa MEIMKaMEHTO3HO,
pamiaiiiHuM ypakeHHSM 1 T.1.);
e cHaokpunai KMIT;
e amimenTapHi (HyTputuBHi)KMII: nedinut Tiaminy, ceneny,
rinogocdaremis, rinokaabiieMis i T.1.;



ankoronpHa KMIT;

Taxikapionaris;

nepunapragsHa KMIT;

«CTIOPTUBHE CEPIIEy;

KMII y mite#t, MaTepi SIKUX XBOPIIOTh HA 1HCYTMH3AJIC)KHUI
IyKpOBUH AiabeT;

o 3ananbHa KMII/miokapaur *.

Cuif miaKPEeCIUTH, O TPOJOBKYETHCS TUCKYCIs 3 MUTaHHS PO MOKJINBICTD BKIIOUCHHS B
po3ait KMII:
[. cunapomaabHux a60 BTopuHHbIX KMII:
1) cunapom Hynana (Noonan’s syndrome);
2) cunapom JIEOITAP/] (LEOPARD syndrome a6o cardiomyopathic lentiginosis);
3) Arakcis @pinpuxa (Friedreich’s ataxia);
4) Cunnpom beksita-Benepmana (Beckwith-Wiedermann syndrome a6o EMG
syndrome);
5) Cungapom Csipa (Swyer’s syndrome).

II. mopymeHns iOHHMX KaHATIB - «KKAHAJIOMATII»:
1) cungpom nonosxenoro intepsany QT (LQTS);
2) cunapom bpyrana;
3) cunapom ckopouenoro intepBaity QT (SQTS);
4) cunapowm Jlenerpe (Lenegre);
5) karexonamiHepruyHa nojiMop¢Ha nuryHoukosa Taxikapais (CPVT);
6) Asilicekuii CHHIPOM He3’sicoBaHOi panToBoi HiuHOi cMepTi (Asian SUNDS).

* - 3ananvna KMII/miokapoum — XpOHIYHUM MIOKapAUT 3 JUC(YHKIIEO TIBOrO NUTYHOUYKA Ta MPH
BiZICYTHOCTI 1H()EKIIHHOTO areHTy B TKAHHHAX MiOKap/Iy.

Kaacudikanii miokapauris.

B 1i ocHOoBy mokmnaaena kmacudikaris, mo Oyna mpuitHata Ha VI Konrpeci kapmionoris
VYkpainu (Kui, 2000). [lomoBHeHHsT BHeCeHi 3rigHO ocTaHHIM pekoMeHparismM AAC ta €TK 3
J1arHOCTHKHY MIOKapauTiB Ta 3amanbHoi KMIT.

Busnavenus.

MiokapauT - ypaKeHHs CEpIICBOIO M’si3y 3allaJIbHOTO XapakTepy, ke 0OyMOBJICHE Oe3rmocepeTHIM
abo orocepeKOBaHUM Yepe3 IMyHHI MEXaHi3MH BIUIMBOM IIUIOTO psxy (hakTopiB, Ta acoriioBaHe 3
MOPYIICHHSIMHI MEXaHIYHOT 200 €IeKTPIYHOT (PYHKIIIT CepIIs.

[. Crapii:

1) roctpwii - 140;

2) migroctpuii - 140.10;

3) xponiunwmii - [51.4;.

4) wmiokapauodiopos - I51.4
[I. ETtioJsoris:
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1) 3 BcraHoBneHoto etionorieto 140, [41 (indexuiitamii - [40, 6GaxTepianbuuii - 141.0, BipycHuii -
141.1, mapasurapuuii - [41.2, npu iHIIMX 3aXBOprOBaHHSX - [41.8;
2) HeyTouHeHoI eTioortii - 140.9.
[ll. MopdoJioriuni ocodamBocTi iHiabTpaTy (3a 1aHUMHU eHoMioKapHanbHOi Oioricii (EMB)):
1) mimdormTapHmii;
2) eO3MHO(LUILHU;
3) TIraHTOKTITHHHUN;
4) TpaHyIEMaTO3HUIL.
V. IlommpeHicThb:
1) Borummesuii - 140.1;
2) mudy3nmii - 140.8.
V. Xapakrep nepe0iry *:
1) nmerkwif;
2) cepemaHbOl BAKKOCTI;
3) BaKKHH.
VI. YckaaaHeHHs1: TIOPYIIICHHS CEPLIEBOTO PUTMY 1 IMPOBIHOCTI, TpOMOOeMOOTii Ta 1HITI.
VII. CepueBa HepocratHicts: 0-III cranii, I-IV ®K.

* _ Jlerkwii repeOir — epeBaKHO BOTHHIIEBHI MiOKAPINT 63 301IBIICHHS TIOPOYKHIH Ta [OPYILICHHSM
CHCTOJIIYHOT (DYHKIIIT ceplist, 06e3 KUTTEBO HeOe3MEUHHX MOPYIIEHb CEPLIEBOIO PUTMY Ta
nposigHocTi, CH I-0 cTaii;

CepenHboi BaXKKOCTI — BOTHHILIEBUI a00 (y3HUIA MIOKApIUT 3 HE3HAUHNUM 30UTbILIEHHSM ITOPOKHUH
cepIIs Ta IOMIPHUM TIOPYIIEHHsIM (200 6e3 TrchyHKITIT) CUCTOMYHOT (PyHKIIT cepris,
0e3 )KUTTEBO HEOE3MEUHNX TMOPYIIEHb CepLIeBOro putMy Ta rposigHocti, CH I-IIA
cTaii;

Baxkuii - nepeBaxHo 11(y3HUIN MIOKapAUT i3 KaplioMeraltiero, 3HaUHUMU OPYILEHHAMH CUCTOMIYHOT
dynxii cepis ta mposisamu CH 11 A-b craii, 3 )KUTTEBO HEOE3NEUHNX TTOPYIICHHSIMH
CEpIIEBOTO PUTMY Ta IPOBiTHOCTI.

VY 06’emnannx pexomennaiisix AAC ta €TK BusHaueHi mokazanHs 1o mposeneHHs EMb s
JIiarHOCTUKK MiokapauTiB B kiiHiuHiN mpakTuill (L. T Cooper., et al. 2007).
e EMB cntio nposooumu y sunankax CH, sika po3BrHYIach 0€3 Oy/Ib-SKUX MPUYHH 1
1. MpPOAOBAKYETHCH OB HiZK IBA THKHI TA ACOLIIOETHCS 3 MOPYIIEHHAMH I'eMOIUHAMIKH
MpH HOPMAJILHOMY a00 auaaroBanomy JILI;
2. NPOIOBKYETHCA Bl 2-X THXKHIB 10 3-X MicsliB, acoumiroerbes 3 auiaramiero JIHI Ta
CYNPOBOKY€ETHCS:
a. PO3BHUTKOM IILTyHOYKOBHUX MOPYIIIEHb CEPLIEBOTO PUTMY,
6. posutkom AB-6mokamu II crymens Tumy Mo6ir I1 abo AB-61okamu 11 crymens;
B. HEJOCTAaTHHOIO €(PEeKTUBHICTIO 3BMUAIHOI Tepartii mpoTsiroM 1-2 THKHIB.
3. NPOAOBKYETHCH Oltbll Hibk 3 wmicawi, acomitoerbess 3 auwiaaramiero JIIT Ta
CYNPOBO/IKY€THCS:
a. PO3BHUTKOM IILTyHOUYKOBHUX MOPYIIEHb CEPLIEBOTO PUTMY,
0. possutkoM AB-6moxanu I crynens timy Mo6ir I abo AB-6mokamu 11 cTymnenst;
6. HEIOCTaTHHOIO e(PEKTUBHICTIO 3BUYAIHOI Tepartii mpoTSroM 1-2 THKHIB
4. posBwiace Ha (oni JIKMII He3ane:xkHO Bil TPUBAIOCTI LBLOr0 3aXBOPIOBAHHS 1
ACOIIIIOETRCS 3 T03POI0 Ha AIEPTiiHY PEAKIIito 1 €03MHOMLTIIO.

o EMB mootce oymu euxonana y Bunaskax po3sutky CH, sika po3BuHyach 6e3 Oy/1b-SKHUX MPHYKH i:
1) nponoBxyeTbesl Bil 2-X THIKHIB 10 3-X MicsilliB, acoliloerbes 3 qunartamiero JII Ta
He CYNPOBO/LKYETHCSI. PO3BUTKOM IITYHOUKOBHX IOPYIIEHb CEpPLIEBOTO PHTMY,
posButkoM AB-Omokamm Il crynenst Ty Mob6in 11 abo AB-6mokamu Il crymens, i
HEIOCTaTHROIO e(heKTHBHICTIO 3BUYAHOI Tepaltii MpoTAroM 1-2 TIKHIB.
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2) mpoaoBXKyeTbesi OuIbIl Hik 3 Micsami, acouiroerbest 3 auiaaramiero JIII ta He
CYNIPOBO/LKYETHCH: PO3BUTKOM IILTYHOUKOBUX TTOPYIIEHb CEPLIEBOIO PUTMY, PO3BUTKOM
AB-6mokau 11 crymenst trmy MoOin I abo AB-6mokaum 11 crynensi, i HeTOCTaTHBOIO
e(heKTUBHICTIO 3BHYAITHOI Tepartii IpoTaroM 1-2 THXKHIB.

3) mnpoaoBKyerbesi OLTbII Hix 3 Mmicsawi, acomiroerbest 3 auiaaramiero JIII Ta He
CYNPOBO/LKYETHCH: PO3BUTKOM IILTYHOUKOBUX TTOPYIIEHb CEPLIEBOIO PUTMY, PO3BUTKOM
AB-6mokau 11 crymenst trmy MoOin I a6o AB-6mokaum 11 crynensi, i HeTOCTaTHHOIO
e(eKTHUBHICTIO 3BHYAiTHOI Tepartii Ha MpoTsi3i 1-2 THXKHIB.

o Jx euxmouenna EMB mooice oymu npoeedena y 6unaokax pPO3BUTKY TIPUCTYIIB IILTyHOYKOBOT
apuTMii 6e3 SIKIMXOCh PHYHH.



