Mannubknn nikapcbknn BicHuk, 2014, T. 21, Ne 2

nopajicenue.

V.T. Kulachek, L.O. Zub, V.O. Kalugin, M.V. Patratiy

The Method of Early Diagnosis of Tubulo-Interstitsialnyh Kidney
Lesions in Patients with Rheumatoid Arthritis

Department of Intenal Medicine (Head of the Department- Prof. Fe-
div O.1) Bukovinian state medical university

Abstract. The article presents the results of studies of early detection
markers tubulointerstitial renal lesions in patients with theumatoid arthritis
(RA) . The goal was to develop an effective method for early diagnosis of
tubulointerstitial renal lesions in patients with RA. 124 patients were exam-
ined with RA II-1II degree of activity. According to the results of examina-
tion patients were divided into four groups depending on the presence and
become chronic kidney disease (CKD). The comparison group consisted
of 20 healthy persons. Besides conventional studies to determine the level
of transforming growth factor -31 (TGF 1) in the blood and p2-micro-
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globulin in blood and urine by ELISA analysis. There was a significant
increase in the level of B,-microglobulin blood of RA patients with renal
impairment compared to patients with no indicators of renal pathology.
Found increased levels of 3,-microglobulin urine indicators MDM increased
stage of CKD, respectively. The most significant changes noted in RA pa-
tients with CKD stage IIl. Determined that the content of TGF- B1 in the
blood of RA patients > 120 pg / ml indicates the progression of CKD.
Consequently, the determination of TGF -I1 in the blood and B12-micro-
globulin in blood and urine is an important biomarker for tubulo-interstitial
renal disease in patients with RA. These studies provide the ability to detect
kidney disease in the early stages of its formation, which further allows
enough time to prescribe adequate treatment and prevent kidney complica-
tions in RA patients.
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Pestome: JIiBOIUTyHOYKOBa HEKOMITAKTHA KapAiOMIiONaTis - e
IFeHeTUYHA KapJiOMiONaris, fKa XapaKTepH3YEThCA IMOPYLICHHAM
€HJIOMIOKapIiaJIbHOro Mop¢orenesy, rineprpodieio Ta rinokiHe3ieo
MiOKap/a JIBOTO HLTyHOYKA, HOTO HAIMIPHOIO TPaOEKYISIPHICTIO 1 yTBO-
PEHHSM LHMPOKUX MDKTPaOeKyIApHUX MOPOKHUH.

Kniouoei cnosa: nisowinynoukosa nekomnakmmua Kapoiomiona-
misn, Kninika, 0iazHocmuKa, iKyeanHs.

JliBonuyHoukoBa HekomakTHa kapmaiomiomnaris (JIHK)
(anm. Left ventricular noncompaction cardiomyopathy— LVNC)
a00 CHHAPOM HEKOMIIAKTHOCTI MioKapyia abo rydoJacta Kapmio-
MIOMATis - [1e TeHETHYHA Kap/IiOMiOoNaTis, sIKa TPaIuIsEThCS K Y
JUTEH, TaKk 1 B JOPOCIUX Ta XapaKTepH3YEThCs TIOPYILEHHIM
€H/IOMiOKapIIianbHOro MopgoreHesy, rineprpodieto Ta rinokine-
3i€r0 MioKapza JIBOTO IITYHOYKa, HOTO HaJMIpHOIO TpaleKy-
JSIPHICTIO 1 YTBOPEHHSIM HMIMPOKHX MIXKTPAOEKYISIPHUX TIOPOXK-
HUH.

Knacugixkaris. 3rigHo 3 knacugikamiero BOO3 MKX-10
(2010 pik) JIHK xomyetscs muppom «I42.8» - iHImI Kapaio-
Mionarii. AMepukanchka Acoriaiis Ceprst (AHA, 2006)
BimHocuTh JIHK 10 reHeTHYHUX Kap 1ioMiomnatiii.

PosBurok ceprut. [Tin yac cBoro po3BUTKy cepueBUid M’si3
IUTONa MEBHUH yac mepeOyBa€e y CTaHi HEKOMIIAKTHOCTI (Ty0-
YacTO-CiT4acTa CTPYKTypa 3 MeperieTeHNX BOJIOKOH MioKapya),
SIKMH TpHBAE 3 4-10 10 1 8-THiA THKICHb BHYTPIIIHEOYTPOOHOTO
po3BUTKy. ['yOuacTo-ciTuacta CTpyKTypa € HEOOXiIHOK IS
JKMBJICHHS KJIITUH CEpIIs 3a JOMOMOror udy3ii 3 KpoBi, siKa
MPOTiKa€ OMIK M’ SI3€BUX ITyUKiB.

[1ix yac HOpMaJILHOTO EMOPi1OHAILHOT'O PO3BHUTKY I'yOUaCTO-
ciTyacra TpabeKyIIsIpHa CTPYKTypa 3a3Ha€ 3HAYHOTO YIILIBHEHHS
1 TIEpeTBOPIOETHCS Ha TBepmy. [Ipoliec yIIiTbHEHHS 0COOIMBO
aKTHBHO Bi}:[6yBa€TBC$I B IIUTYHOUKaX, 30KpeMa B JTIBOMY nwty-
HOUKY i [POTIKA€ OHOYACHO 3 PO3BUTKOM KOPOHapHIX aprepiii,
SIKi 663HOC€pe}:[HBO HECYTh KPOB JIO0 CEPLEBOTO M3y 1 TaKKM
YUHOM KHBIISITH HOTO.

HexoMmakTHa Kap/ioMiomaTisi € pe3yJIbTaToM MOPYIICHHS
MPOIIECY YIIUTLHEHHS, IKUI 0COOJIMBO aKTHBHO BiJOYBAEThHCSA B
JIBOMY IIUTYHOUKY, IPOTE MeHIII, HiK B 50% BHIaKIB y Ipoliec
MO)KE BTATYBATUCA 1 TIpaBUA NUTyHOUOK [34]. Ilporiec yiiiin-
HEHHSI MTOIIMPIOETHCS Bil eMiKapAy 0 SHAOKapIy 1 BiJl OCHOBU
ceplst A0 HOro BEpIIUHU.

OnHak MioKap/1 He TIOBHICTEO YIIUTBHIOETHCSL. 3aTUIIAI0ThCS
TIEBHI CEpIEBI M SI3€Bi MYYKH, SIKi BUCTYNAIOTh B TIOPOXKHHHY
nutyHouka. Le siBuine HazuBaeThes TpabexysipHicTio. Ha 3aBep-
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IIATBHOMY €Tarli PO3BUTKY CEpIist, TPaOeKyIPHICTh ceplisd He
niepesurye 2-x minimerpis. B pasi x JIHK Tpabekynsipricts
(HEeKOMITAKTHICTh) HaIMiPHO BUPa)KEHA.

Ictopis. Briepmie JTHK Gyia onmcana y XBOpHX 3 BpPOIDKe-
HHUMH BaJ[aMH ceplid 1 no3Havaacs sik HeizomboBaHa JIHK.

JIHK sk i30150BaHui cTaH OyB BriepIie i1eHTH(IKOBAHHH B
1984 pori R.Engberding ta F.Benber. Boru moBigomMiu mpo
33-piuHy XIiHKY, y sIKOi Oyita 3aumika npu (pi3HaHOMY HaBaH-
Ta)keHHI 1 cepreOuTTs. JlocnipKeHHs IoKa3aso, mo iHpapKT
MIPU3BIB 70 YTBOPEHHS CHHYCOiA (HEKOMMAKTHOCTI). TepMiH
«CHHYCOIII MiOKap/y» BBa)Ka€ThCS 3aCTAPUINM 1 B JAaHUH 4ac
BiH 3aMIHCHHH Ha O3HAYCHHS «I1ATOJIOTTYHA TPAOCKYIIPHICTBY.
TepMiH «CHHYCOiM MiOKapLy» BUKOPHCTOBYETHCS JIUIIE TO/I,
KOITHM TPAOCeKY/ISPHICTh CTIONTYHAETECS 3 KOPOHAPHHMIL aprepis-
MH, TOOTO icHye Oe3rocepenHiii 3B’130K MK HITYHOYKAMH 1
MPOCBiTOM KOopoHapHUX aprepiii [ 1]. B Pocii nepumii kiiHiYHMiH
BUIIAJIOK TAKOTO CIMEHHOro 3aXBOPIOBaHHs OyB ONMCAaHMI
T.H.HoBukoBoii Ta iH. B 1998 p.

Eninemionoris. He MoBHICTIO 3p03yMiJI0 HACKIIBKH HOLIH-
pennm € JIHK cepen HaceneHHs. Jesixi oxepena TIPHITYCKAIOTh,
o 1ie 0,12 Bunazkis Ha 100 000 [39]. 3a naHMMy IHIIMX aBTOPIB
[10], 3axBoproBanicth Ha JIHK konuBaeTses Big 0,05 10 0,24%.
B CIIA nputmuzno Ha 2000 ExoKI™ Bepr(ikytoTh OMH BU-
najaok JIHK.

[liarHocTHKa. JliarHO3 CTaBUTHCS HACAMIICPE]T 38 HASIBHOCTI
THIOBHMX CTPYKTYPHHUX TIOPYILIEHb Y ceplli (ITaToloriqHoi Tpade-
KYJISIPHOCTI).

3a TaHMMU TIATONIOrOaHATOMIYHUX JIOCHI/PKEHb, HaIMipHA
TPaOCKYIAPHICTh BUSBIISETHCS B 68% HOpMaTTBHUX cepretib [ 15].
TpabekynsipHICTh BBaKAETHCS TATOIION YHOO 32 HASIBHOCTI O1Th-
1IIe TPHOX BUAMMHUX TPaOEKyll, 110 PO3TaIlIOBYFOTECSI BiJIl BEPXiB-
KM CepLst JI0 NAUIIPHUX M’ S31B, OHAK ITOTiI0HY KapTUHY MOYKHA
crioctepiraty Jwmie B 4% HOpMaJIbHUX cepraelb [7].

Crinka cepiys npu JIHK ckiianaeTsest 3 ABOX IUIACTIB - TOH-
KOTO KOMITAKTHOT'O 1 TOBCTOTrO HEKOMITakTHOro. HekommakrHui
IUIACT YTBOPEHHI TOTOBIIEHUMHU TpaOeKylnaMH 3 IIMOOKHMHU
MDXKTpaOeKyIIpHUMH MIPOCTOPaMH B AUISHIN amiKaJbHUX 1
CepeNHiX CErMEHTIB HIDKHBOI 1 019HOT CTIHOK JIiBOTO IIUTYHOUKA.

Meromu, 1110 Bi3yalti3yroTh cepiie, Taki sk ExoKI un MPT e
HaWOLIBII MOIMPEHUMH, OCKUTHKH MPH 1X 3aCTOCYBaHHI Bi3ya-
Ji3yeThcs OIMUIACTBOBA CTPYKTYpa IMOTOBIIEHOI CTIHKH JTIBOTO
LUTYHOYKa, YHCIICHHI HaZIMIPHO BUPaXKeHI TPaOeKy/H 3 IIHPO-
KUMU MDKTpaOeKyIsIpHUMU 3arinOnHamu. [lepeBaskHa tokasti-
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Puc. 1. Cumnrom «(peepBepkin» npu konboposiii ExoKI'
[uuToBano 3a Hyung-Kwan Kim et al. [41]

3allis TATOJION YHOTO MPOILIECY - JIJISTHKA BEPXiBKH CEPIIS, HIKHS
i OiYHa CTIHKH JIiBOTO IUTYHOUKA [13].

Jns miarsoctuxu JIHK min yac puxonanus ExoKI™ po3pa-
XOBYETHCSI BiJIHOIICHHS HEKOMITAKTHOIO TLIACTY /IO KOMIIAKT-
Horo: «N/C>2», ne «N» - HeKOMITAKTHHH (TpaOeKyJIpHHIA), a
«C» - KOMIIAKTHHH TIJIACT JIIBOTO IITyHOUKa. Po3paxyHOK Bij-
HOIIIEHHI HEKOMITAKTHOTO /IO KOMITAKTHOTO IIJTACTY POBOAUTHCS
B KiHIII CHCTOJIH 3 MAPACTEPHATBHOIO IOCTYITY IO KOPOTKii OCi
[13]. Ipu ExoKTI mocnmimkeHHi MioKap B AUISHIN 3MIHEHHX
CErMEHTIB 4acTo TinoKiHeTHyHuid [25]. Bigomi Bumaaky, ko
B NATOJIOTIYHUI MPOIEC BTATYETHCS W MiOKap/ IPaBoro LuTy-
Houka [34].

Ha narry mymKy, HaifOiIbI1 YacTOI0 00’ €KTHBHOIO 03HAKOIO
JIHK € cummtom «deepBepkiB» (puc. 1). Moro BUSBISIOTH pr
xonbopoBiit ExoKT. Tlpu nibomy n00pe Bi3yalli3yeThest BEITHKE
PO3MAITTSI KOIbOPOBHX CHEKTPIB Y BUINIAI Pi3HOOAPBHUX TPO-
MEHIB, SIKi TO CIAJaxyIOTh (IiacTona), TO 3HUKAIOTh (CHCTONA).
Uum OiblI BUpaXkeHa TPaOEKYIPHICTh 1 MIKTpaOeKysIsapHi
3anIMOMHH, THM SICKPABIIIUMU € eX0-(heepBEPKH.

Mu B CBOiil IPaKTHIlI BUKOPUCTOBYEMO TaKOXK METPHIHHI
meton Bepudikauii JIHK. 3 miero MeToro BUMipIOBaIM BUCOTY
TpabeKyn 1 MMOMHY MiKTpaOeKyasipHHX 3armuOuH. Bu-
paxoByroTh iHaekc X/Y B miactoni, ne:

X — BiIAJIb MiXK eMMiKapaiaIbHOO TIOBEPXHEIO 1 THOM Tpa-
OCKYIIAPHOI 3anTHOMHY;

Y- BiicTaHb MiX eTTiKapIiaJIbHOIO MOBEPXHEIO 1 HAHOLIBIIION
TpabeKyIIok0.

Hopwma: BincyTHicTh Tpabekyi ta 3armouH (Him) B JIII. 3a
HasisHOcTi JIHK: 0,33-0,26 - BepudikyBam «M’sSKy» HEKOM-
MakTHiCcTh, 0,25-0,2 — «moMipHY», a B pa3i 3Ha4YCHHS HICKCY
X/Y< 0,2 — TSOKKY.

[Mix HamMM criocTepekeHHsIM Oy/I0 TPOE XBOPHX, B SKHX
mmigo3proBaBcs Aiarao3 JIHK 3 HassBHICTIO HE3pO3yMiJIOro mpo-
rpecyBaHHs CepleBOi HEAOCTATHOCTI (2 4oI.), PO3BUTKY
TOCTPOro KOPOHAPHOTO CHHAPOMY Y MiTiTKOBOMY Billi (1 4ot ).
B ycix Tpbox XBOpHX criocTepirayiics ¥Y3-CUMITOMH TpadeKy-
JSIPHOCTI Ta «(peepBepKiBy.

JliarHOCTUYHE PO3MEIKYBaHHS KOMIIAKTHOTO 1 HEKOMITAKT-
HOTO MiOKap/ia HaNpPUKIHII JiaCTONH € CKIAHAM 3aBIaHHIM,
TOMY TIPOIOHYEThCsT BUKOpHCTOBYBaTH NaHi E. Oechslin i cris-
aBTopiB (2000), SKMMH BHIUJICHO TaKi MIarHOCTHYHI KpUTEPii
JIHK: 1) BincyTHICTb CyITyTHBOI TIATOJIOTIT CEpIIS, 10 PU3BEa
0 J10 3MiHH CTPYKTYpH MiOKapyia; 2) BUSIBIICHHS O1ILIaCTOBOI CTPYK-
TYpH TIOTOBIIEHOI CTiHKH JIIBOTO HITyHOYKA - KOMIIAKTHOT 1 He-
KOMITaKTHOT yacTuHu Miokapna rpu ExoKI nocipkenHi; 3) Ha-
SIBHICTh YMCJICHHUX HaJMipHO BHPa)XEHUX TpaOeKyln 3 TIH0o-
KUMHU MDXKTPaOeKyISIpHIMH 3arTHONHAMHY; 4) BUSBICHHS MiXK-
TpaOeKyISIPHUX MPOCTOPIB MPH KOMIPHOMY JIOMILIEPiBCHKOMY
JIOCHTiJKEHHI cepIi — cumnToMa (eepBepkiB [9].
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Puc. 2. BuzHauenHst ¢ppakTajabHOro posmipy (LMTOBaHO 32
G.Captur, V. Muthurangu et al., 2013)

J1J1s1 BUKITIOUEHHSI BepXiBKOBOI TilepTpodivHOl Kapaiomio-
niatii Moxke OyTH BHUKOpHUcTaHa uepe3cTpaBoxigna ExoKI [21].
Inoni s miarHoctuku JIHK BHKOpHCTOBYIOTH KOHTPACTHY
ExoKT [17]. He3Baskatoun Ha Te, 10 ExoKI" € meTonom Bubopy
B ominii JIHK, B naHuii yac 3aCTOCOBYETHCS IIIMPOKUI CIICKTP
PI3HMX IHCTpPYMEHTAJILHUX METO/IB JIarHOCTUKH JJAHOI Maro-
JIOT11, SIKUH BKITIOYAa€ KOHTPACTHY BEHTPUKYIIOrpadiro, MyJIETH-
cnaiinoBy komr rorepHy ToMorpadito (KT), marniTHO-pe3o-
HaHcHY ToMorpadito (MPT) [7], miokapaiocuuHTHT padiro, 10-
6oBe moniTopyBantst EKT, enexrpodizionoriuse 10ciimKeHHsl,
a TaKOXK TeHETUYHE 0OCTEKEHHSI.

MPT-nmiarHocTrka. Po3pi3HAIOTE HedpakTaabHi Ta (pak-
TanbHi criocodu Bepudikanii JIHK. [lo HedpakranibHux BigHO-
csth Metoru [erepcena i J[xekBaepa.

Merton [erepcena: Bci 17 cerMeHTiB J1iBOro MUTyHOUKA JI0-
CITI/DKYIOTh Ha HAsBHICTB 2-X IUIACTIB (KOMITAKTHOTO i HEKOM-
MIAKTHOT'0); BiTHOIICHHS HEKOMITAKTHOTO JI0 KOMITAKTHOTO B JTi-
acTouli B HAaHOLIBII TPaOeKyIbOBAHOMY CErMEHTI TOBHHHO CKJIa-
Jaty Oinble 2,3, mo i € miarHoctiaHuM kpurepiem JIHK [27].

Meron JIxekBaepa: po3paxoBYIOTh KOMIIAKTHY 1 TpaOeKy-
JSIpHY Macy MioKap/a JIiBOro IIUTYHOUKA 1 SIKIIO TpaOeKyIsipHa
Maca niepesuirye 20% Bix yciel Macu MioKapa JIiBOTO ILTy-
HOYKa, TO IIe CJIiJi BBaXKaTH JiarHOCTHUHMM Kputepiem JIHK
[11].

®pakraapHUN METO ONSTa€e B TOMY, 10 pooinsitbess MPT-
3pi3H JIIBOTO IITyHOUKA (pHrC. 2a). KoykeH 3pi3 MmianaeThest KoM-
IT'IOTEpHIN PEKOHCTPYKIIT 31 CTBOPEHHSIM KOHTYpa MioKapaa.
KoxxeH KoHTyp miaeThest ppakTaibHOMY aHali3y (3arOBHEHHS
KOHTYpy KBaipaTkamu) (puc. 2b). 3ronoM (pakraisHUi posmip
3HAXOIATH 32 (POPMYIIOLO:

FD=InC/InS; (puc. 2c).

ne FD - ¢paxranbHuii posmip; In — HatypanbHuE Torapudm;
C - KUTBKICTh KBaJIPaTHKIB; S - BITHOIICHHS TUIOII KBaIPaTHKIB
10 TUTOILI MaJIFOHKa,;

®pakraiapHU pO3MIp IS CTIHKU CEPL KOIUBAETHCS B Me-
»ax BiJ omHOro 1o 2-x (onmHuIe Xaycnopda). [lepepis crinku
cepust Ounble 1, TOOTO MiCTHTB YHCIIeHH] TPaOeKyH 1 Mi>KTpa-
OeKy/IsIpHI 3arTMONHM, 00 5K CTIHKA He CylinbHa. DpakTanbHui
po3mip (FD) npu JIHK, 3a3Buyaii, cknanae Oinbiue 1.34 (Ha Bep-
X1iBII1).

Hane nocmimkenns qo3sorsie Bussuty JIHK e Ha mokmi-
HIYHIH CTaJIii, a TAKOX BCTAHOBHTH BAXKKICTh 3aXBOPIOBAHHSA [4].

Pesynsratn MPT xapakTepu3ylOThCsl BUCOKHUM CTYIICHEM
kopeJii 3 JanuMu ExoKI™ npy Bi3Ha4eHH JToKaTizalyi Ta cry-
TIEHsT BUP)KEHOCTI CETMEHTIB 3 HEKOMITAKTHUM MiokapzioM. [Tpu
IIbOMY 32 iHTeHCHBHICTIO MPT-cHrHasTiB B HSKOMITAKTHOMY MiO-
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Puc. 3 Miokapaiocuunrorpadis nauienra 3 JIHK (uuroBano 3a J. Li, T. Li et al., 2013)
Ha puc. 3A npencrasneHo 300pakeHHs MI00AIBHOT TiNOKIHE3ii JIIBOTO NITyHOYKa, MepeIyciM BepXiBKHU, IEPEAHbO-TICPETOPOIKOBHX 1 MEPenHIX

CETrMEHTIB JIiBOTO IITYHOUKA.

Ha puc. 3B npencrasnena rinonepgysis BEpXiBKH, MEPSIHBOT 1 MEPESAHBO-TIEPETOPOAKOBOI AUISHKH JIIBOrO ULTyHOUKa. BupaxeHicTs nedexTis
niepdy3ii Miokap/a, 3a3BH4aii, BU3HAYAIOTh y BIJICOTKAX BiJl HOpMabHOI akTUBHOCTI. B HOpMI (0) abcopOiiist pamio dapmmpenapariB MiokapaoM
cknaznae Bin 80 1o 95%, npu cnabo 3HKeHOMy HakonuueHHi (1) - 65-79%, npu nomipHO 3HIKEHOMY (2) - 50-65%, Ipu 3HAYHO 3HIKEHOMY
HaxornuuenHi (3) - 35-50%, 3a BiacyTHOCTI HakonuueHHs Qapmmpenapary (4) - menie 30%. 3aranbpHa cyma OariB ckianae 8.

Ha puc. 3C nogano 300pakeHHs KiHIIEBOTO AIaCTOJIYHOIO Ta CHCTONIYHOrO 00’ €MiB 1 JIIBOIIUTYHOYKOBOI KPUBOI 00’ €My HAaKOIMYEHHS

(apmmpenapary MioKapaoM.

Puc. 3D nemoHctpye onHodoTonHe emiciiiHe KT 300paxenHst nedekTis nepdysii B nepenHbO-MeperopoaKoBii i BEpXIBKOBIHM AULTHKAX JiBOTO
LUTYHOYKa 3 TIOMITHUM 30UIbIICHHSIM MOPOXHUHM JIIBOTO LuTyHOYKa [18].

KapIii MOXXHA BU3HAYATH JIUITHKY 3 TIOTEHIIIIHO HeOe3IeYHIMU
apuTMisiMu [6].

MioxkapaiocuuHTHTpad)ist — BUKOPHCTOBYETHCS 115 Bi3ya-
Jti3arii Miokap/a JiBOro NUTyHOUYKA CIIMHTUT pa(iYHIM METOIOM
Ha raMMa-KaMepi 3 BUKOPUCTAHHIM MepQy31iHUX Ta MeTabo-
JYHUX pagiodapMopenaparis (puc. 3).

Enexrpoxkapmiorpadis (EKI). Cepen narientis 3 JJHK y 87-
94 % BusBisiiors 3Minn Ha EKT. 3a manumun EKT npu JIHK
MOJIIMBI HACTYIIHI 3MiHH: BIIXWJICHHS CJICKTPUYHOI OCi CepIyt
BITIBO, O3HAKH Tineprpodii MioKap/a JIiBOro IUTyHOKa, aTpio-
BEHTPUKY/ISIPHA OJIOKaza Pi3HOTO CTYIEHs, 3MiHH KiHIIEBOI Yac-
THHH [IUTYHOYKOBOTO KOMILIEKCY, IILTYHOUKOBA EKCTPACHCTOMI,
Griokaza JiBoi Hbkku ny4ka I'ica, cuaapom Bonbda-Tlapkin-
coHa-Yaiita, GiOpHIIsLIs Mepescepib Ta HIII apUTMil.

MexaHi3M MOpYIIEHHS BHyTlelHLOI_HIIyHO'-IKOBOI TIPOBI JI-
HocTi y xBopux 3 JIHK ocTaTtouno He BcTaHOBICHUHA. BBaxka-
€TBCS, 1110 IPUYHHOIO SIK [TOBHOI aTPiOBEHTPHKYIISIPHOT OJIOKA/IH,
Tak 1 OJIOKa M JIIBOI HIXKKH ITydKa ['ica € mporpecyBaHHs €HIIO0-
MiOKapaiaIbHOTO (hi0PO3Y, @ OCKIIBKH 111 3MiHH PO3BHBAIOTHCS
MOCTYTIOBO, TO TIOPYILICHHS TPOBITHOCTI YacTillle CrocTepira-
I0TBCS Y IOPOCIUX XBOPHX.

I'enerraHe nociHKeHHS. 3T1/THO 3 KATAJIOTy JTFOICHKUX TeHIB
[26] JIHK moke 3ycTpidaTuch B pe3yIbTaTi MyTalliii B TaKHX
rerax (taom. 1).

JIHK Taxox TparuisieThesi y XBOpHX 3 cuHIpomoM Barth
(2001), sixuii BUKITMKaHHI MyTarieto B reHi TAZ Ha xpomocomi
Xq28 [11].

Barth cunzmpom € X-34erieHuM XpOMOCOMHUM 3aXBOPIO-
BaHHSM, KU 3a3BHYall XapaKTepU3YEThCS JAWIIATALiIHHOI0
KapaioMIONaTi€ero 3 SHIOKapIiaIbHIM (hiOpoenacTo3oM, mepe-
Ba)KHO IPOKCHMAJILHOIO CKEJIETHOIO MIOMNATi€ro, 3aTPUMKOI0
POCTY, HEUTPOTICHI€F0 1 OPTaHIYHOO AIMAYPIET0, 30KpeMa 3-Me-
THIITyTakoHChKoi kucnotu. [en TAZ komye Ounok Tadasus,
SIKWH € HEOOX1THUM CTPYKTYpPHUM KOMITOHEHTOM MEMOpPaH CKe-
JIETHUX 1 CEPUEBUX M SI31B.

3a HoBiTHROIO iH(opMariero JIHK Moke moeaHyBaTHCH 13
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cunaapoMom aenenii 1g21.1 [33].

Po3pizusttorh nionaiimettte 10 BapiaHTiB reHHOI MyTallii Ipy
JIHK.

I'enna myranist JIHK-1 [10, 16, 29] - 11e mopyIieHHs yTBOpEH-
Hsl Olika «anbga-mcTpodpeBiny» (komyetbess DTNA- reHom).
Bigomo, mo Anbgha-aucTpodpeBin BXomuth 10 ckiamy JITK
(mucTpodin-acoriiioBaHOrO OITKOBOTO KOMIUIEKCY), SIKHHA
3’ €JIHY€ IIUTOCKEJIET M SI3€BOr0 BOJIOKHA 3 TIO3aKIII THHHUM MaT-
PUKCOM Kpi3b KIITHHHY MemOpaHy. DyHKIlis albda-1icTpodpe-
BiHY ToJisra€ B (popMyBaHHi i cTaOuIi3aLlii CHHAICIB, @ TAKOXK
KJIACTepH3aLlii HIKOTHHOBKX PELICIITOPIB aleTHIXoMiHy. Bapiant
JIHK-1 moxe 3ycTpivatucs 6e3 abo B MOETHAHHI 3 BPOIPKCHIUMHU
BaJIAMU CEpIISL.

I'enna myranist JIHK-2 [30, 31] - 1ie nopyIieHHs! B reHi Mix
D11S1794 i D11S928 nokycamu reHOMY JHOIMHH. B 1iboMy
PErioHi 3HAXOIATHCS JIBa TY’KE BaKIIMBI TeHH: OIMH 3 SIKMX KOZIye
M’ si3eBuid LIM-061110K, a inmmit SOX-6. [Tepenoayarors, 1110 TeH-
MyTaHT npu upoMy Bapianti JIHK 3naxomurscsi B 11pl5, To6TO
B 1-iif cydoauumIi 5-Toi cMyru Koporkoro 1uieda 11-1of xpomo-
COMH.

I'enna myrauist JIHK-3 [2, 39] — e nopymiennst 6inka «LIM-
JIoMeH 3B’s13yBaHHA 3» (komyerbest LDB-3 renom). dynkiieto
Oinka «LIM-nomeH 3B’s3yBaHHS 3» € B3aeMois 3 anb(da-ak-
THHIHOM [aJb(ha-aKTHHIH HeOOX 1 JHIH /IS IPUKPITUICHHS aKTH-
HOBUX (hIJJAMEHTIB 10 Z JIiHi# B CKEJICTHUX M’ I3€BUX KITITHHAX
1 710 IIUTHHUX TAJICIh B IIaIKMX M SI3¢BHX KIITHHAX | Yepe3 Horo
N-kinneBuit PDZ-nomeH Ta i3 nporeinkinazoro C (31ilicHIoe
(ocdopritoBaHHS TIAPOKCHIBHUX TPy aMiHOKHUCIIOT) Yepes3
C-xinneBuii PDZ-nomen. Moxke 3yctpidatucs 3 abo 6e3 mauia-
TaIlifHOT KapIioMiomnaTii.

I'enna myranis JIHK-4 [16, 22] — ue nopymeHHs «aibda-
akTHHiH cepreBoro M’ 3y 1» (konyersess ACTC-1 rerom) . bisok,
10 KOAYETHCS IIMM TEHOM, HAJIKUTh JIO POJAWHH aKTHHY, sSKa
CKJIQIAETHCS 3 3-X OCHOBHUX TPy J1i30(opM akTuHY (anbda,
Oera, raMma). AJb(ha-aKTHHIH 3HAXOIATHCS B M’ SI3€BHUX TKAHH-
Hax 1 € OCHOBHOIO CKJIaJIOBOIO CKOPOUYBaJIbHOTO ariapara Iiaj-
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Ta6ymus 1. MyTauii B renax i ix soxanizauisi npu JIHK (uuroBano 3a
OMIM® Online Mendelian Inheritance in Man® An Online Catalog of
Human Genes and Genetic Disorders [31])

TNNT1; cepueBuii Tpornonin T2, xomye reH
TNNT2; mBuakuii ckejaeTHHA TporoHiH T3,
xonye red TNNT3. Tporonin | 3B’s3yeThes 3

Torauti- AKTHHOM B TOHKHX (piJaMeHTaX, YTPUMYHOUH

saris Penorun Ten/lokye TaKUM YMHOM TPOIIOHIH-TPOIOMiO3HHOBHUI
18q12.1 | JIiBOIITYHOUKOBa HEKOMIIAKTHICTS 1, KOMIUIEKC Ha MICIIL.

3200 0€3 BPOIDKEHHX BaJl CEPLIS DTNA, DI8S892E, DRP3, LVNCI T'enna myraist JIHK-7 [20] — te nopymuens

11pl5 | JliBOUIYH OYKOBA HEKOMIAKTHICTD 2 LVNC2 yTBOpeHHs (epMeHTy «E3 yOikBiTHH-NIpOTETH

10232 ] . i LDB3, ZASP, CYPHER, mira3mw» (koxyerbest MIB1- renom). E3 yoiksi-

JliBOLUTYHOUKOBA HEKOMIAKTHICTB 3, | 1142 01613 CMDIC. LVNC3 THH-TIPOTE{H Jlirasa € epMeHTOM, KUl pery-

3260 6e3 BpOIKeHIX Bajl cepLyt MFM4 ’ moe ergomuto3 NOTCH nirannis (JAGI,

10(3[23.2 LDB3, ZASP, CYPHER, JAGZ, DLLl, DLL3, DLL4) EHJIOIII/ITOS

Kapiomionaris, munarauiina, 1C KIAA01613, CMDIC, LVNC3, NOTCH niranzais aktuBye NOTCH 6inku

MFM4 (NOTCH 1, NOTCH 2, NOTCH 3, NOTCH 4) -

15q14 . . ACTCI, CMDIR, CMHI1, ASDS, OIHOCTOPOHHI TpaHCMEeMOpaHHi peLeNTOpH, SKi

JliBoMuTyE G1KOB2 HEKOMIBKTHICTE 4 LVNC4 perymoroTh fomo K1iTHHA. Pynkuis E3 yoiksi-

15q14 L. . N ACTC1,CMDIR, CMHI11, ASDS5, TPIH-HpOTeTH JIira3y MoJATae B peryn;[ui'f JIOJ'[i

Kapniomionaris, unaTaniina, 1R LVNC4 KITITHHU.

14q11.2 o N MYH7, CMHI, MPDI, CMDIS, Tenna myranist JIHK-8 [3, 32] - ue nopy-

Kapniomionaris, qumarauiiia, 1S SPMM. SPMD wenns « PR-1oMeH 38°s13ytouoro 6inka 16» (ko-

4qll2 ] . ] MYH7.CMHI ’MPDl CMD1S nyetsest reHoM PRDM16). Binok «PR-nomen

JliBowunyHO4KOBA HEKOMIIAK THICT 5 " SPMM, SPMD ’ 3B’ s3yroumii 610k 16» (PRDM16) € iuHK-cTabi-

Tq32.1 - . TNNT2. CMHZ. CMDID. RCM3 JI3YI0YUM (l)aKTOpOM.TpaHCKpI/IHHi'I'. PRDM16

JliBOwwuTyH 04KOBA HEKOMIAKTHICTS 6 TULVNGE ’ KOHTPOITIOE JOTIO KIITHHU: TIEPETBOPEHHS ii B

1q32.1 - ‘ TNNT2. CMH2. CMDID. RCM3 M’S13¢BY UM B KOPHUHEBY )KUPOBY KTiTHHY. Hai-

Kapaiomionaris, nunarauiiita, 1D TTULUNGE ’ MipHe BuainenHs PRDM16 B M s13€eBii KTiTHHI

8qll2 | . . MIB1. MIB. DIP1. KIAAI323 TPU3BOIHTH JI0 BTPATH BIACTUBOCTEH THIIOBUX

JliBowuyH04KOBA HEKOMIIAKTHICTS 7 CLVNGY ’ VTS M’A3€BOT KIIITHHH 1 cripuste TudepeHIiartii

13632 | - . PRDMI6 MELL LVNCS ii B Oypy >kupoBy KIiTuHY. Lleii mporec € 3Bo-
JIiBOIUTYH O4KOBA HEKOMIIAKTHICTB 8 éMDl L7L > POTHO CKEPOBAHHMM.

1p36.32 A N PRDMI16, MEL1, LVNCS _ Tesmamyranis JIHK-9 [29] - e nopymierris

Kap niomionarist, mnarauiia, 1LL CMDILL ’ Oinka «asbga 1 cripani TponoMio3uHy» (Komy-

15222 | Jlisoumymnoixosa nexommariicn, 9 | TPML, CMH3, CMDIY ,LVNC9 €rbeareron TPM 1). Tporomiosin — e giGpu-

15q22.2 | Kapniowionaris, munataniiv, 1Y | TPM1, CMH3, CMDIY .LVNC9  'VIPHHI BLIOK, AKUi CKIazia€Thes 3 2-X nepe-

TIpl12 — — MYBPC3. CMEA CMDIMM TICTCHNX allb(a-nanioris. TpormomiosuH 38’s-

Kappiomionaris, nunarawiina, IMM "LYNCIO ’ 3YETBCsL B OZMH KOMILICKC 3 F-aKTHHOM B AUtHL]

Tpli2 | . MYBPC3. CMH4. CMDIMM 3THHY MOJIEKYITH, 3a0e31edyr0un Horo crabib-

| JliBonutyHOUKOBa HEKOMIBKTHICTB 10 7LVN C17 0 i HicTb. 1o MOBXMHI TPOMOMIO3UH JOPIBHIOE 7

KUX M’513€BUX KIIITHH. beTa- Ta raMMa-akTHHIHE OEpyTh y4acTh
y (hopMyBaHHI IUTOCKENIETY KIIITHHH. MOe 3ycTpidaTucs 3 abo
0e3 auaTaliiHoi Ta rinepTpodivHoi KapioMionarii.

I'enna myramist JIHK-5 [16, 28] — e nmopymeHHs «Mio3UHY
Baykkoro JiaHirora 7» ( komyetbest MYH7 renom). MYH7 ren
KOIye Bakkwii JtaHIrror oera miosuay (MHC-[3) (moBisibHa cep-
1eBa 30(opMa Mio31HY BaXKKOI© JiaHLora). B sanexwocTi Bix
BiHOCHOI yrcenbHocTi MHC-f3 1 MHC-0 [MHC-al KOYETbCs
reroM MYH6] € mBHAKICTH CKOpOUEHHS ceprieBoro M’si3y. [Tin
yac po3BuTKy wiona MHC-3 ¢opmyeThest HaiOLIbII YacTo B
nuryHoukax. B Toit ke vac MHC-o po3BuBaeThest i B miepen-
ceprsix. LM i MosicHIOETBCSL pi3HA MIBUAKICTH CKOPOYEHHS
niepencepas i HIJ'IyHO‘{KiB TIpH TIOBHi# Onokani AB-Byzna. [Ipu
LOMY TIOpYIICHI BiZOYBA€THCS MATOIONTYHE (OPMYBaHHS
MHC- B nepezcepmsix i BoHu yepe3 1-5 TiokHIB JICAKTUBYIOTh
MHC-0. i30hopMu BayKKOro JIaHITrora. Jlana matooris 3BUdaiiHo
TIPOSIBIISIETHCS B OLITBII MTI3HBOMY Billl, MOKJIMBO, YEPE3 BUKITH-
KaHi 3MiHH (QYHKIIIT ITATOMOMiOHOT 3371031 200 (DI3MYHOIO CTpecy
1 MOXe 3ycTpivarucs 3 a0o 6e3 ITaliiHol Ta rineprpodivHol
KapioMiomnaTii.

I'enna myrauist JJHK-6 [19, 37] - e mopymeHHs! TPOIIOHIHY
T2 (xomyerbess TNNT2 rerom). @yHkitist poroniny T2 nonsirae
y (hopMyBaHHI TPOIOHIH-MiIO3MHOBOIO KOMITIEKCY 1 TIEBHOMY
po3TalryBaHHi HOTO BiJHOCHO aKTHHOBUX BOJIIOKOH. B Tpo-
TOHIHIB: TporoHiH C MoXe 3B’s13yBaTy KanbllieBi ionu Ca 2+,
BUPOOJISIIOYH CTPYKTYPHI 3MiHHM B TporoHiHi [; Tporonin T, mo
3B’SI3YETBCSI 3 TPOITOMIO31HOM, YTBOPIOIOYH 3 HUM TPOIOHIH-
TPOIOMIO3WHOBHI KOMIDIEKC. TKaHHHOCTICIU(IYHI TTiTHATIH
Tporoniny T: nmoBiIbHUI cKeneTHUH TporoHiH T1, komaye reH

cyoonuuuIsiM G-aKTHHY, TIPH IILOMY BiH KOH-
TAKTY€e TUTBKH 3 OITHI€I0 3 HUITKOBU/THUX CTPYK-
Typ F axruny. Tpormomio3uH pa3oM 3 TPOIOHi-
HaMH JIi€ B PETYJIALIii B3a€MOIii aKTHHA 3 MiO3HHOM.

I'enna myramis JIHK-10 [8, 23] — 11e mopyiieHHs Oi1ka cep-
1eBoi 130(opMH «Mi03MH-3B’s13yrounii Oitok C» (KOmyeThest
reaioM MYBPC3). «Mio3un-3B’s3ytounii Oiok C» € Mio3uH-
acoLioBaHMI1 O1JIOK 3HAMIEHNI B TTONIEPEYHOMY MOCTI OIIOPHOT
30U (C- 00acTh) B A IMydKax IMOMepeyHo- CMYracTix M’SI31B.
BiH 3HaxXoIUThCA B PEryIbOBAHUX NMPOCTOPOBHX IHTEPBajIaX,
BHUCTYIAE B SIKOCTI «00pyda Ha OOYIIi» i yTPHUMYE TOBCTI HUTKU
pazom. MYBPC3 - e cepuieBa i30dopma, sika 3HaAXOITUTHCS BH-
KIIIOUHO B cepiieBoMy M’si3l. PyrymstopHe docopumroBanns
cepIieBoi 130()opMHu B TPHPOTHUX yMOBaX IMTAMMD-3a51eKHOI0
MPOTETHKIHA3010 MPH aApPEHEPTiYHIA CTUMYINSLIT MOXKHA
TOB’SI34TH 3 MO/IYIISILIEIO CEPLICBHX CKOPOYCHE.

)ln(bepeHmHHpm miarHos. JIHK crin un(bepeHulloBaTM 3
JANATALIHHOLO 1 TiepTpo(iYHOI0 KapaioMionariero, TpoMO030M
JIBOTO IIUTYHOUKA, TOAATKOBUMH TPaOeKyIaMu, aHOMaJIbHO PO3-
TalIOBaHMUMHU XOp/IaMH, TEPCHCTYIOYHMMHU CHHYCOIIaMHU MPHU
aHOMAJIFHOMY BIIXOIKEHH:1 JIiBOI KOPOHAPHOI apTepii Bif Jiere-
HEBOTo CTOBOypa, aTpe3i€lo JIereHeBoi aprepii MpH IHTaKTHIN
MIXKIIUTYHOYKOBIH ITEPErOPOIT, IyXJIMHAMH cepliis [36].

Kinika. Cy6’exruBHi cumrtomu ripu JIHK Maroth mvpokwii
Jniarna3oH. BiqMIHHOCTI B CHIMITTOMaX MK IOPOCIIAMH 1 IIThMU
€ HACTYIHI: IOPOCITi YacTillle CTPaskK/IatoTh Ha CEpIIeBy HEOC-
TaTHICTb, & IITH HA CUCTOJIIYHY TMCHYHKITIFO JIIBOTO IIUTYHOYKA.

JIHK Bmepiie BUSIBIAETBCS TPH PYTUHHUX JOCHIPKEHHSIX
SIK «BUIIQ/IKOBA 3HaXiKa». [IpoTe HaifyacTiie OCHOBHUMH KJTi-
HIYHUMH TIPOSIBAMH JTAHOT MATOJIOTI] € ceplieBa HEOCTAaTHICTh
(73%), nutyHoukoBi aputmii (40%), CHCTeMHHIA a00 JICTCHEBHI
em0Oori3am (33%).
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Iporpecyroda ceprieBa HEOCTATHICTH € OHIEI0 3 OCHOBHUX
O3HAaK JIAHOTO 3aXBOPIOBAaHHS. 3a pe3ybTaTaMu JI0CIiHKEHHS,
o Brirodasio 34 xeopux 3 JIHK B oci6 nopocnoi nmomyrsiii,
ceplieBa HEIOCTaTHICTh BUsIBIIEHA B 62 % Bunaakax. [Ipu ipomy
y 35% xBopux BcraHosieno III - IV ¢yHKIioHabHMIA KiTac
cepueBoi HemocrarHocTi 3a kiacudikariero NYHA [25].

)Inﬂ XBOPHX 3 JIHK XapaKTepHE TOPYLICHHS CHCTOIYHOT
Ta 1iacToNi4Hoi (hyHKIIT niBoro muryHouKa. [prauHamu cuero-
JiuHOl mUcyYHKII BBAXKAETHCS XPOHIUHA iIIeMist Miokap/a,
3yMOBJICHA TIOPYIICHHSIM KOPOHAPHOI MiKpormpkysimii. Jliac-
TONIYHA AUCOYHKIIS JIBOTO HUTYHOUKA XapaKTepU3YEThCS
TIOpYIIEHHSIM TIPOLIECIB PO3CIIabIeHHs MiOKap/ia i COBIIBHEHHS
3aIlOBHEHHS! KPOB’ 0 JTIBOTO IITYHOUKA B PE3YJIBTaTi HasIBHOCTI
HOro maTooriaHol TpaOeKysIsIIii.

PizHOMaHITHI TIOPYILIEHHSI CEPIIEBOTO PUTMY 1 ITPOBIIHOCTI
3yCTPiYaroThCs y MepeBakHil Oubiocti xBopux 3 JIHK. Cepen
HHX MEpIIe MICIIE 32 YaCTOTOIO 3aiMalOTh IITYHOUKOBI apUTMIi.
®i0puItsiLis Iepencepap Bin3HadaeThes y 25 % XBOpUX, Hapo-
KcH3MailbHa a0o IMOCTiifHa (hOpMH IILTYHOYKOBOI TaXikapmii - y
47%. Enexrpodhizionoriuauii MeXaHi3M BUHHKHCHHS apUTMii
0CTaTOYHO He 3’ ICOBAHHH, aJie, MOYKITUBO, BiH CXOXKHUH 3 TAKUMH,
1[0 € MPU APUTMOICHHIN TUCIIIa3ii MpaBoro IuiyHouka. [Topy-
IICHHS CHCTOMIYHOI (DYHKIIIi JIIBOTO IIUTYHOYKA B ITOEIHAHHI 3
LITYHOYKOBOIO TaXiKapJi€ro MOoxe OyTH MPUYUHOIO PanTOBOL
CMepTi.

[prauHOIO crcTeMHHX 1 JiereneBrx emoonii mpu JIHK naii-
yacrimie € (hiOprITsLLis nepeaceppb 3 HoAAIbIINIM (POPMYBAHHIM
TpOMOIB B JUISTHII MIKTPaOeKy/IIpHIX 3arTMOHH, 1€ ITBU/IKICTh
KpOBOIUTHHY 3Ha4HO 3HMkeHa [14]. Ilpu mocmimkeHHi TPhOX
rpyn xBopux 3 JIHK yacrora TpoMO0eMO0IiYHIX YCKIIaTHEHD,
BKJIIOYAI04H 1(epeOpOBACKY/ISPHI YCKIIA/HCHHS], TPAH3HTOPHY
uneMquy ataky, JISTCHEBY eMOOIIiIO Ta aGIOMiHAIIBHHIA ilie-
MiYHHI cHHIpOM, BapiroBaia Big 21 o 38% [10].

JlikyBaHHs. Y 3B’s13Ky 3 TUM, 1110 eTionoris i marorene3 JIHK
OCTaTO4YHO HE BUBYEHI, JTiIKYBaHHS LIbOT'O 3aXBOPIOBAHHSI /0 TeTIe-
PILIHBOrO Yacy 3aMIIAETHCS HeCTIeU(IYHIM 1 CHMITTOMaTHY-
HUM. BoHO 6a3yeThCs Ha KOPEKIIii i MpodigakTHIl TPhOX HOTO
OCHOBHHX KJIIHIYHUX IPOSIBIB: CEPIIEBOI HEJIOCTATHOCTI, apUTMi
1 eMOOTIYHMX ycKiaqHeHb. [Ipu nikyBaHHI cepLeBoi HeIOCTAaT-
HOCTI CIIiJi JOTPUMYBATHCS THUX JKE NMPHHIMIIIB, IO i TPU
JIKyBaHHI XPOHIYHOI CEpIIEBOI HEOCTATHOCTI 1HIIOI €TiOIOTi.

Y pobori M. Toyono i criBagt. [35] moka3aHo, 10 3aCToCy-
BaHH:A b-aipeHo0IoKaTopa KapBeIIONy OKPAIILYe iaCTOMIUHY
i cncmniqﬂy (yHKIIi1O JTIBOTO utyHouka y xsopux 3 JIHK, smen-
LiIye CTYIiHb Mineprpodii i BUpaeHiCTh TpabeKyISILL, 1O 110-
Kpalllye TIPOTHO3 1 SIKICTh JKUTTS] XBOPHX.

VY XBOpHX 3 Pi3HUMH BHAAMH apUTMiH, SKi MOXYTh OyTH
MIPUYUHOIO PaNTOBOI CMEPTi 1 eMOONIYHUX YCKIIaHEHb, He-
00x11Hi 10pi4Hi TpoBeneHHst 1odoBoro MoHiTopuHry EKT, pu-
3HAYCHHS AHTHAPUTMIYHOI Teparlii, IMIUTAHTAITis KapIioBepTepa-
nediopuaTopa.

AHTHKOATyIISIHTHA Tepalrtisi ToKa3aHa BCIM XBOPHM 13 BCTa-
HoBjieHuM giarao3oM JIHK, ockinbky HassBHICTh MATONOTI YHOL
TpaOeKyISAIIi 1 NTUOOKMX MKTPaOSKYIIIPHUX IIPOCTOPIB MPH3BO-
JIATB JI0 BHYTPIIITHBOILTYHOYKOBOIO TPOMOO3Y; 1110 BUMArae TpH-
BaJIOI aHTHKOATYSIHTHOI (BapdapuH, puBapokcuOaH, nadira-
TpaH) Ta aHTUTPOMOOIMTAPHOI Tepartii (aCripHH-+KIIOMNI I0rpeib
a00 mpa3yrpeib 200 THKArPesIon ).

Bce » 0CHOBHOIO MPUYUHOKO rocmitaizanii xsopux 3 JIHK
€ TIpOrpecyroya ceplieBa HeIOCTATHICTb, sSIKa MOXE MPU3BECTH
JIO JIETAJILHOTO pe3ynbTrary. Tomy TpaHCHJ’IaHTaI_IiH ceplsi oKa-
3aHa xsopuM 3 JIHK ripu nporpecyroqm peq)paKrepHm JI0 JTIKY-
BaHHs CEPLCBINi HepocTaTHOCTI. B nammit yac onmcyerses
nieB’sitb nanieHtiB 3 JIHK, skum mpoBeneHa TpaHCIIaHTallis
cepusi. Cepen HUX HalieHTKa 2 1-pivHOro BiKY, SIKil 3iliCHEHa
y 2007-momy poui Tpancmianranist cepis B CramOymi (Ty-
peuunHa) [ 18] Ta AiBYMHKA-PEIMITIEHT OTHOPIYHOTO BiKy y 2008-
Momy poui B kiiHini Can-Ilayno (Bpa3uiis), sikiit mpoBeneHo
VCIINIHY TPAHCIUTAHTALIIO CEPIlS Bif I’ ITUPIYHOIO XJIOMIHKA,
1110 3aTMHYB BHACITIIOK YEPEITHOMO3KOBOI TpaBMH [24].
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BBakaeThesl, 10 «paHHsD) TPAHCIUIAHTALIS CEPLST 1 «PAHHSD
IMITIaHTAallis KapAioBepTepa-1eiopiIsTopa 3MOXYTh 3HU3UTH
pu3uK panroBoi cMeprti y xBopux 3 JIHK [5].

[porno3. 3Baxkarouw, 1o JIHK € BijHOCHO HOBMM 3aXBOpIO-
BaHHSIM, HOTO BIUTHB Ha TPUBAIICTH KUTTS JTIOJMHH HE BUBYCHHUIA.
VY mociimkeHHi, B SKOMY IIPOBOAMIIOCS TIOBTOCTPOKOBE CIIOCTE-
pexenns 3a 34-ma nanientamu 3 JIHK - 35% nomepnu y Bimi
42+40 micsmiB, a y 12% Oyna 3xiificHeHa miepecaaka ceps y
3B’s13Ky 3 ceplieBoto HenocTaTHicTo [25]. Ockinbku JTHK € rene-
THYHUM 3aXBOPIOBaHHM, HAHOIIDKY1l POANY] XBOPOTO MOBHHHI
MIPOXOUTH BUMPOOYBaHHS I 3ano0iraHHs NPOrpecyBaHHS
JIHK. ITpore moBrocTpoKoBHii POrHO3 IS ITUX JIFONEH B TAHUI
Yac HEeBIJIOMHUH.
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Pe3rome: JleBoxennyoukoBasi HEKOMIIAKTHAs! KapIHMOMHUOIIATHS -
9TO TCHETUYECKas KapAUOMUOIATHUS, KOTOpas XapaKTepU3yeTcs
HapylICHHEM YHJIOMHOKapIuaibHOro Mopdorenesa, runeprpodueii
Y THIIOKMHE3UEH MHUOKap/ia JICBOrO JKEMyI04Ka, €ro Ype3MEepHOM Tpa-
OCKYIAPHOCTIO U 00pa30BaHUEM IIMPOKUX MEXTPAOCKYIIPHHUX
TOJIOCTEH.

Kniouesvle cnosa: n1e6oiicey0ouKko6as HeKOMRAKMHO20 Kapouo-
Muonamus, KIuHUKA, OUAZHOCHUKA, J1edeHue.
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Abstract. Left ventricular noncompaction cardiomyopathy is a
genetic cardiomyopathy, which is characterized by impaired
endomyocardial morphogenesis, hypertrophy and left ventricular
hypokinesia, its excessive trabeculation and the formation
intertrabeculating cavities.

Keywords: left ventricular noncompaction cardiomyopathy,
symptoms, diagnosis, treatment.
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Hogi opajibHi aHTUKOATYJIAHTH B JiKyBaHHi XBOpHX Ha (i0puisiuiio nepexcepab
Kadenpa BuytpimHboi MequumHu No2 ta mencectpuHcTBa (3aB. kad.-mpod. L.IT.Bakarmrok)
JIBH3 “IBano-®paHKiBCbKUI HAI[IOHAIBHUN MEITUYHUIA YHIBEPCHUTET

Pe3tome. HoBi opanbHi aHTHKOATY/ISTHTH € BOKIMBAMU (apMIipe-
naparaMmy Ui Npo(UIaKTUKH 1HCYIbTY Ta CHCTEMHHX eMOOIiil y XBo-
pux 3 HeknamnaHHow (idpmsiniero nepeacepas. JoHenaBHa s
3ano0iraHHs Ta JIKyBaHHs TPOMOOEMOOIIiH y XBOpUX 3 (iOpHIISILIIEt0
IIepeICepab 3aCTOCOBYBAIIMCS aHTAroHIiCTH BiTamiHy K, 30kpema, Bap-
(dapuH. Pa3oM 3 TM By3bKe TeparneBTUYHE BIKHO, OTpeda JOBIYHOTO
MOHITOPUHTY KOAarylslii Ta HETaTUBHA B3aEMOZiA 3 Oararbma Xapdo-
BUMU IIPOAYKTaMH 1 hapMmpenaparaMu oOMeKye HOro BUKOPUCTAHHSI.
Jlo Toro  TpuBaje BKHBaHHS Bap(apHHy Ta HOro aHTAaroHi3M 100
BiTaMminy K, sixuii € perynsaropom emimMiHamii KaJbIlil0 3 OpraHiamy,
MOXKE CIIPUATH KaIbIIMHO3Y KOPOHAPHUX apTepill Ta KIallaHHOTIO ama-
pary cepus. Y 3B’3Ky 3 UM B Cy9aCHHX YMOBaX aKTHBHO 3aCTOCOBYIOTh

HOBI OpaJIbHI AHTHKOAryYISIHTH — JabiratpaH, puBapokcabaH, amikca-
Gam. Ix e(eKTUBHICTh Ta OE3MEYHICTh JOBEJCHA B PaHIOMI30BaHUX
kmaimanx gocmmkenas: RE-LY, ROCKET-AF, ARISTOTLE.

Knrwouoei cnosa: ¢ghiopunayia nepeocepos, cucmemna emoo-
A IHCYIbM,HOBE OPAILHI AHMUKOAZYIAHMU.

Ionmpenicts GidpuisLii nepencepar B pO3BUHEHUX Kpai-
Hax cBiTy csrae 1,5-2%, cepeiHiil Bik XBOPUX HEYXHIIBHO 3pOC-
tae (75- 85 pokis). Lls aputmist 301IbIITYE PH3UK 1HCYIBTY B 5
pa3iB, a 3aCTIHHOI CepLIEBOI HEMOCTATHOCTI - B 3 pasu [ 1]. JoBruit
Yac I Torepe/pkeH s (atanbHiX eMOoniid y xBopux 3 DI1
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