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CnapkoBa aunatauiitHa Kapaiomionaris. BnacHe cnocrepeXeHHs

Pe3iome

Merta. [IpoBecTH K/IiHIKO-TaTOJIOrOAaHATOMIYHUN aHAJIi3 CIOCTepeXKeHHS CMIaZIKOBOI AuIaTaliiHol Kapaiomi-
onarii 3 eHJjoKapAiaibHUM (i6poesacTo30M.

Marepiasim Ta MeToAU. BunaZiok NaTo/I0r0aHaTOMIYHOTO JOCTIpKEHHS 7-MiCA4YHOI AUTUHU. 3aCTOCOBYBa-
JINCSl MAaKPOCKOMIYHUM, MiKpOCKOTiYHUNA, MOPHOMETPUUHHUHN Ta CTATUCTUYHUUN METOAM 10C/IiXKEHHS.

Kniniko-narosoroanaromiynuii Bunagok. /lisuunka Big Il BaritHocTi, III ¢isiosoriunux mosoriB Ha
38-my TmxHI, Macor 2990 1, 3 oliHKO 3a mKasiow Anrap 8-9 6asiB. Hapoausacs y 6aTbKiB 3 00TSXKEHUM
POJJMHHUM aHAaMHe30M - [JiBi nonepeAHi JUTUHU (XJIOMYMKH) IOMePJIY BiJj BpoJ»KeHOI BaJiu ceplisl — AuaTa-
LiHOI KapaiomionaTii y Bini 6 pokiB Ta 3,5 Micaus. ¥Y3-gociimkeHHs cepld i yac BariTHocti Tay 1,5 Micsaus
He BUSIBUJIO BiJIXWJIEHb BiJl HOpMHU. Y 7 MicALiB JUTHUHA 3arMHYyJIa Bifi TOCTPOI cepLieBOl HeJOCTAaTHOCTI Ha TJIi
BipycHoi iHekuii, ko1 Brepiie i 6ys10 BCTAHOBJIEHO AiarHo3 kapioMionaTil. Ha po3TuHi BusiBiIeHO po3uu-
pEeHHs MOPOXXHUHMU JIIBOr0 LIIyHOUKa 3 ¢ibpoesacTo3oM eHjokapaa. [Ipy MikpockonmiuHOMy JocipKeHHi:
cybeH0KapAiasibHO — 3piJii 3BUBHUCTI CIIOJIYYHOTKAaHWHHI BOJIOKHA Ta MOJIOA{ CITOJIYYHOTKaHUHHI eJleMeHTH
B iHTepcTULil MMO0KUX LIapiB, 110 CBiAYMJIO NPO NPOrpecyBaHHs 3aXBOPIOBAHHSA Ta NPU3BOAMIIO JI0 HOPY-
meHHA QyHKIiT Miokap/a, MoB’s13aHoi 3 aTpodiero KapgioMioUTIB.

BucHoBKM. Hamu nipesicTaBieHo cnoctepexxeHHs cnafikoBoi JKMII 3 noepHanHaM guuaTanii JILU ta enpgo-
KapZiasbHoro ¢ibpoesactosy, iki B3aEMHO MiZICUJIIOBAJIU NporpecyBaHHsl Gpi6po3HUX 3MiH y ceplii Ta CIy-
ryBaJIM NPUYMHOI PanTOBOi cMepTi Ha TJIi rocTpoi pecnipaTopHoi BipycHol iHdekuii. [Ipo6aemoro JIKMII €
BU3HAYEHHs NMPUYUHU 11 pO3BUTKY — FTeHETUYHI NopylIeHHs a60 iMyHo3anasbHi MexaHi3Mu. JlaHUH BUTIA/0K,
3 NepLUIMMU POsIBAMHU XBOPOOH y 6-MicTUHOMY Billi, miIKpec/t0€ HEOOXiAHICTb paHHBOI AiarHOCTUKY, T'eHe-
TUYHOTO CKPUHIHIY, 0C06JIMBO NIPU 0OTSAXKEHOMY CIMEMHOMY aHaMHe3i.

Katouoei cnosa: gpibpoesacmos endokapada, nigull WAYHOUOK, kapdiomioyumu, Miokapd, namo/102iyHa aHamo-

Misl, 2eHemMUYHUU CKPUHIHE.

Beryn. /lunatauiiiHa kKapZioMionaTiss BiAHOCUTbCA
Jl0 TPyNIM reTepOreHHUX 3aXBOPIOBaHb MioOKapza, L0
XapaKTepU3yITbCA CTPYKTYPHUMH Ta (QYHKILiOHa/Ib-
HUMHU 3MiHaMHU 3a BIZICYTHOCTI IHIIMX CepLieBUX NaTO0JI0-
riii [1,2]. Kpim aunartauiiinoi kapaiomionatii (JKMII),
BUAIIAIOTD TinepTpodiuyHy, peCTPUKTUBHY, IPaBOLILIY-
HOYKOBY AapUTMOTe€HHY JAUCIJIa3il0 Ta HEeKOMIAKTHHUM
miokapg [1,2,3,4]. AKMII nmpuTamMaHHa Mporpecyroyda
JIMJIaTallis MOPOXKHUH ceplid (YacTille JiBOTro IJIyHOY-
ka (JIII)) 3 po3BUTKOM CHCTOJIiYHOI AUCPYHKLII, 1[0
€ OJHUM i3 IPOBIAHUX IOKa3aHb [0 TPaHCIJIAHTALIl
cepus [1,2]. Etionoriunuit cnektp JAKMII oxomntoe re-
HeTU4YHi aHoMaJlii (mepeBaXKHO ayTOCOMHO-A0MiHAaHTHI
MyTallii B reHaX CAapKOMEPHOTO0 anapary, sZlepHoro Kap-
Kacy, MDKKJIITUHHUX KOHTAKTIB i 617IKOBHUX IOHHUX KaHa-
JiB) [4,5]; mOCTBipyCHUI MiOKapAUT i3 MEPCUCTYIOUOIO
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IMYHHOIO aKTHUBaLli€l0, @ TAKOXX HU3KY PiAKICHUX MeTa-
60J1iYHUX | MiTOXOH/JApia/lbHUX NopylleHb [6,7]. TicTo-
Jioriyni 3MiHu npu JKMII BK/I04al0Th BUpaXkeHe Iopy-
LIEeHHS apXiTeKTOHIKU M's130BUX BOJIOKOH: rinepTpodito
KapZioMionuTiB, MDKKJIITUHHUNA $ibpo3, AiNgHKY ille-
MIYHOTO NMOUIKO/PKEHHSI TKaHUHH, MioJii3 Ta ¢pparMeH-
Talil0 M'A30BUX BOJIOKOH [8]. O4HUM i3 KJII0UOBUX, X04a
¥ HeJOCTaTHbO AOCJi[KeHUX, PeHOMEeHIB y KOHTEKCTI
JAKMII € enpgokapaianbHuil piopoenacros (EPE) - nato-
JIOTiYHe ocepe/ikoBe abo AMQy3He NOTOBIIEHHS eHJ0-
KapZia BHaC/lil0K HaZMipHOro ¢popMyBaHHsS KoJareHo-
BO-eJIaCTUYHUX CTPYKTyp [20,22]. TictoreHeTnyHo EQE
pO3IMIAJAITh K HACAIAOK AUCOYHKIIOHAJTBHOTO €eH-
JoTesnio-Me3eHxiManbHoro nepexoay (EndMT) [10,11],
cnpuurHeHoro ausperyssuieo TGFf/BMP-curnasninry
Ha TJ1i rinokcii, BipycHOro ypaxeHHs 44 TypOy/JIeHTHOT O
kpoBoToKy [10,11,12,13,14]. KpiM 1boro, onucaHo HU3-
Ky CHiJIbHUX FeHeTUYHUX NOpYIleHb, sIKi He NOB’A3aHi
6e3nocepesnbo 3 EndMT, ane cnpu4yuHAIOTbH OAHO-
yacHui po3BuTok JKMII ta E®E, mo go3Bosse npu-
MYCTUTH, 110 Ii MPOLEecH MOXYTb OYTH NMapasie/]bHUMHU
Ta B3aEMHO IMOCUJIIOBATU ofuH ofHoro [15]. Kniniuyni
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90 KniHiuHuit BUNnagok

nposBu noeaHanusa JKMII ta EQE Bkio4yaoTh cuMI-
TOMHU JIIBOIIJTYHOYKOBOI CceprieBoi HeJJOCTaTHOCTI (Jac-
TO Tic/sl MepeHeceHOl pecripaTopHOi BipycHoOI iHdek-
1ii), apuTMilo, MABUIEHUH PU3UK TPOMOGOEMOOTIIHUX
yCKJIaZHeHb [8]. Y maHill po6oTi mpeacTaB/ieHO BUMIAI0K
TspKKOTO nepe6iry JAKMII 3 Bupakenum EDE y 7-Micsy-
HOi AWTHHH, 1[0 JEeMOHCTPYE CKJaAHICTh maTodisio-
JIOTIYHUX B3a€EMO3B’fI3KiB MK IIMMH CTaHaMM Ta ixHiH
NOTEHIIMHUNA CHHEPTi3M y MporpecyBaHHi KapziajbHOI
IUCOYHKIIIL.

MeTta. [IpoBecTH KJIiHIKO-IAaTOJIOrOAHATOMIYHUMI
aHaJli3 CoCTepeKEeHHsI CNAaAKOBOI AUaTalilHOl Kap/i-
oMiomnarii 3 eHAOKapAiaabHUM $ibpoesacTo3oM y 7-Mi-
CAYHOI AUTUHU.

Marepiasiu Ta MeToAu. Bumazok maToJsioro-
AHATOMIYHOTO JOCHI/PKEHHS JUTHHU 7-MiCAYHOTO BIKY.
Marepias 6ys0 OTpMMaHO y BiAfiJIeHHI MaTOJIOTIYHOI
anarowmii H/ICJI «OXMAT/IUT» MO3 Ykpainu 3rigHo 3 J10-
roBopoM. Po60oTy npoBe/ieHO 3 JOTPUMaHHAM Gi0ETUYHHUX
HOPM, peryiaMeHTOBaHUX [ e/IbCIHCBKOIO JieKIapali€ro npaB
sgoaunu (1964 pik), Korsentiero Pagu EBponu 3 mpas Jito-
IuHM i 6ioMeuiuHu (1997 pik), a TaKOXK YUHHUM 3aKO-
HOZIaBCTBOM YKpaiHU. 3aCTOCOBYBAIMCS MaKpOCKOMIYHUH,
MiKpOCKOTIIYHNN, MOPPOMETPUYHHUH Ta CTATUCTUYHUHN Me-
TOZM JIOCTi/PKEeHHSL. 3pi3u papOyBaIMC reMaTOKCUIIHOM Ta
eosuHoM (['E). [l meTasibHOI Bidyasisaliii ricrosiorivHoro
3pi3y cepIis MPOBOU/IN KOMIT IOTEPHE I0C/TIi/KeHHS oL b-
POBaHMX C/IalJ{iB 3a JOMOMOror NHM(POBOro CcKaHepa
Pannoramic DESK DW 11 [16].

KiiHiko-nmaTosioroaHaToOMiYyHMKA BUNAAO0K. /luTH-
Ha H., 7 MicsauiB, xiHo4oi cTaTi, Hapoauiacs y 6aTbKiB 3
00TSPKEHUM POJIMHHUM aHaMHe30M - [IBi monepe/Hi Au-
TUHU (XJIOMMYUKH) TOMEPJIH BiJi BPOJKEHOI BaIU CEPIIS —
AunartaniiHoil kapzaiomionarii y Bini 6 pokiB Ta 3,5 mi-

caniB. AHamMHes XUTTs: Big 1l BariTHOCTI, I11 diziosoriu-
HMX N0JI0TiB Ha 38-My THXHi, Macoto 2990 1, 3 O1LiHKOO
3a mkasot Anrap 8-9 6auis. [Ipu ¥Y3-gocuimkeHHi cep-
15 i1 Yac BariTHocTi Ta y 1,5 MicAni BigxuieHsb BiJ HOp-
MU He BHABJIEHO.

[lepmi mposiBM XBOpo6U 3'IBUJIMCA Yy 6 MicAMiB:
B’SJTICTh i C/Ta0OKiCTb, 3MEHIIIeHHsI alleTUTY Ta CEeYOBU-
IisieHHs. PeHTreHorpadis opraHiB rpyfHOI KJIiTKU BH-
SIBUJIa PO3LIMPEHHSI CepeJOCTiHHA 32 PaxXyHOK 306i/b-
LIeHHH POo3MipiB cepu4.

Ha ExoKT: po3sumupenHs JsiBoro nepeaceps ta JIII
31 3HMIKEHOI CKOPOTJIMBICTIO, HEZJOCTAaTHICTh MiTpaJib-
Horo kjaanaHa. MPT cepiisl 3 KOHTpacTyBaHHSM: O3HaKU
HaOpsAKy Miokapza Ta AudysHoro ¢ibpo3y. BussieHo
JIBOOIYHY moJticerMeHTapHy MHEBMOHIIO.

Ha Tii Bakkoro craGilbHOTO CTaHY, 0GYMOBJIEHO-
ro JAUXaJbHOI Ta CepPLeBOI0 HeAOCTATHICTIO, CTal0Cd
panToBe NoTipiieHHs - Taxikapaia (mo 240/xB), BTpaTa
CBIZIOMOCTI Ta 3ynMHKa CepL.

Kainiunuti  diazHo3: ijiomaThyHa  JuJaTalidHa
KapgiomionaTia B CTaAil [JeKoMIIeHcallil, ceplieBa
HepocTtaTHIcTh Il cTyneHsd, rocTpe ypakeHHd MeYiHKH,
JIBOOiYHA ToJlicerMeHTapHa ITHEBMOHIs, pecmipaTopHa
HepocTtaTHicTb [ Ta Il Tuny.

IlamomopdgosoeiuHi  makpockoniuHi  3MIHU cepys.
Ceplie 36isblIeHe ¥ po3Mipax, KOHyconoAi6Hoi popmHy,
po3Mip - 9x7x6 cMm (HopMma — 4x5x2,5 cm), maca - 90 r
(HopMa - 40%1,64 T), 3aMOBHIOE Maibke BCe MepeHE
cepenocTiHHg (pucyHok 1A). BepxiBka cepus cdopmo-
BaHa IpaBUM Ta JiBUM LLIyHOYKaMU. Kamepu cepusa
PO3IIMpPEH], 3alI0BHEHI PiZiKOI0 KpoB't0. OBaJIbHUM OTBIip
(pucynoxk 1I') Ta apTepia/ibHa IPOTOKA — 3aKPHUTI.

Miokapza 6.J1i10-pokeBoro Kosibopy. ToBIIMHA CTiHKH
npaBoro mutyHouka (I1II) - 3 MM (pucyHok 1B) (HOp-

PucyHok 1. MakpockoniyHi 3MiHu cepusi npu ounsmauitinil kapdiomionamii

Ilpumimku: A - Burnsp cniepeny. b - di6poenacros enokapay JIl (pospiszana 6iuna crinka JIII). B - nopoxuuna [111.
' - Mmixknepe/icep/iHa neperopo/ika, Burisy 3 6oky I1I1, fossa ovalis (cTpinka).
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Ma - 2,5+0,08 mm), JIII - 10 MM (HopMa - 7+0,05 mMmM).
Enpokapp JI notoBueHu# 1o 1 MM, 6i1yBaTOro KOJIb0-
py. Ha mepenni#i ctinmi JIL cnoctepiranocs 36isbiieHHS
TpabekyaspHocTi (pucyHok 1B). [lepumeTp Jsiereneso-
ro ctoBbypa Ha piBHI NmiBMicAleBUX KIanaHiB - 32 MM
(HOopMa - 294,32 MM), nepuMeTp aopTu - 29 MM (HOp-
Ma - 28+3,95 MMm).

Tamomoponoziuni mikpockoniuni sminu cepys. Cris-
BIJJHOILICHHST TPaOEeKy/SIPHOTO MiOKap/a 10 KOMIIAKTHOIO y
JII (TM/KM) nopiBatosaiio 0,6140,13. Ctpykrypa miokap-
Jla opyIleHa 3a paXyHOK 3MiH y HapeHxiMi Ta CTpoMi opra-

Ha, IPOTE NPOCTOPOBY APXITEKTOHIKY — X1JI MiOKapJialbHAX
BOJIOKOH — 30€pe)XeHO Ha piBHI HOpMH. Y TpaOeKyIIpHOMY
MiOKap/i BOJIOKHA MaJIi TIEPEBAKHO TT03/I0BXKHIH HAPSIMOK.
Yci Tpabekyau JIIII 6ynu BKpUTI 11apoM IMOTOBLie-
Horo ¢i6po30BaHOro eHJOKap/a, SKUH YTBOPIOBaB
3pOIleHHsI MK cycigHiMu Tpabekysnamu, GopMyrouu
YHC/AeHHI MOPOXKHUHU (pUCYyHOK 2A, cTpinka). Pi6pos
TaK0XK BUSIBJISIBCS B TJIMOMHI TpabeKyJ1, Mi>k BOJIOKHAMHU
Kap/AioMIOLHUTIB, KIJIBKICTb SIKUX PI3KO 3MeHIyBaJacs
X /10 TIOBHOTO iX 3aMillleHHs CNOJIyYHOI TKaHUHOMO B
cy6eH/loKap/iaJibHUX 30HaX (pUcyHOK 2B).

PucyHok 2. MikpockoniuHi 3MiHU cepus npu ounsmauidiniti kapdiomionamii

Ipumimku: A - no3moBxHIN 3pi3 crinku JIII; Tpabekysu, iHKancysboBaHi mapoM ¢i6po3oBaHOro eHAokapAy (cTpinka).
b - TpabekynsipHuii map miokapza JIlI, notoBienuit ¢pi6po3oBaHUM eHl0Kap/A, B LileHTpaIbHIA YacTHHI TpabeKyau BesJrKa
KIJIbKICTb TOHKOCTIHHHUX CYIMH cepeJ BOTHULL, Gi6po3y, po3IHpeHHs CyAuH, TpoM603. B — TpabekysipHuii map Miokapza JIII
(cybenpokap/ianbHa 30Ha): BUIIAA GibposoBaHoro Miokapay, aTpodis M's130BUX BOJIOKOH. [' - xBuAcTa popMa 36eperkeHUX
Kap/ioMiOIUTiB MIM60KHKX 30H. /] - rijponiuHo 3MiHeHi KapZioMiouuTH cyGeHj0KapAiasibHOI 30HU cepe/; GiOp0o3HOI TKAHHUHU.
A,x10; Bx100, B x200, 'x500; [Ix630; T'E.
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Y kapaiomionuTax, mpuerux 10 ¢pi6po30BaHOTO eH-
JlOKap/ia, BUSIBJISJIUCS Ti[pOMIYHI 3MiHU: KJIITHHU Oy/IH
306inbIIeHi B po3Mipax, Maiv KyJsicTy GOopMy BHACTIJOK
HaKONMUYeHHS LUTOIJIa3MaTUYHOI piguHu. [luToniasma
TaKMUX KJIITUH BUIVIAA/]a ONTUYHO MOPOXKHBOMO, LIUTO-
MJia3MaTUYHa MeMOpaHa, HaBMaKH, GyJia sICKpaBO €03U-
HOQIJIbHOIO Ta NMOTOBILEHO. f/ipa ymisbHEHI, 3MileHi
Ha nepudepito (pucynok 2B, /).

BosiokHa KapZioMiOUHUTIB y LeHTPaJIbHUX JIITHKAX
TpabeKys Mau «XBUJISCTY» GOPMY, [0 MOXKE CBIJIUTH
po Ha/MipHe po3TArHeHHs (pucyHok 2I'). CmocTepira-
Jlacs pparMeHTallisgs M’si30BUX BOJIOKOH, MioJti3. Mixk Bo-
JIOKHaMU KapAioMionuTiB BusBJsIMca ¢pibpo6sacTu Ta
MOJIO/Ii eJIEMEHTH CIIOJYYHOI TKAaHUHU (pUCyHOK 2I).

B appax BuABJIAJMCA IepejalloNTH4YHI 3MIiHH,
ylliJibHEeHHsS fAep - KapiomikHo3 (pucyHok 3.E), Ak

npoaB anomnto3dy. Mixx KMIL[ cnocrtepirasnaca mnyxka
CroslyyHa TKaHMHA 3 HasiBHiCTb MiodibpobsacTiB Ta
¢ibpo6aacTiB (pucynok 2.I; 3.A), Habpsik. B inTepcTu-
1ii BUABJIANHUCS MOOAMHOKI JIeKouUTH (pHUCcyHOK 3.5,
CTpi/NKH).

CTiHKHM apTepios BUIJIAZAJU IOTOBLIEHUMH 3a paxy-
HOK nepiaprepianbHoro ¢pibposy (pucyHok 4A). Criosyd-
Ha TKaHWHA Oysia mpe/CTaB/JeHa BOJOKHAMHU 3BUBHUCTOL
dopMHU 3 HeBeJHMKOI KiJbKicTio ¢pibpob6iaacTiB (pucy-
Hok 3B, I'; 4B). ¥ nmpocBiTi BeHy/1 BUABJISINCS reMOJIi-
30BaHi €PUTPOLUTH; JEHKOUUTH OY/IIM PO3TALIOBaHi B
nepudepuIHUX Bigainax cyaunu (pucyHok 3B; 4B). Cro-
cTepiraBcsi TPOMG03 CYyAUH MiKPOLUPKYJISITOPHOTO pyC-
Ja. KpiM Toro, y KoMnakTHOMY MioKapZi ciocTepiraaucs
CBI>Xi KDOBOBUJIMBHY JlilaMeTpPOM 10 3 MM, Y LieHTpaJIbHUX
JIITHKaX AKUX BUSABJAJNCA 3pYHHOBaHI epUTPOLIUTY, a

PucyHok 3. MikpockonidHi 3mMiHU cepus npu dunsmauitiHiti kapdiomionamii

IIpumimku: A - mosiBa MOJIOAMX CIIOJIYYHOTKAaHWHHUX €JIEMEHTIB Mi>K Kap/[ioMioLINTaMH 3 BEJIMKOIO KijbKicTIO pi6bpobsiacTis.
b - B iHTepTuLii NooANHOKI JleiKoUUTH. B — BeHy/1a cepesi ¢i6po3HOI TKaHMHU. B pocBiTi cyauHN KpalioBe CTOSHHS JIeHKo-
uuTiB. I' - aTpodoBaHi kapAioMionUTH cepesi 3BBUBUCTHX CIIOJYYHOTKAaHUHHUX 3PiJIMX BOJIOKOH. /] - di6poenacTos, 1o iHKan-
cynoe Tpabykysu. E - aapo kapaiomionuTa: anonTtos. A x630, Bx 1900, Bx800, 'x1500; 1x100; Ex2100; I'E.
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PucyHok 4. MikpockonidyHi 3MiHU cepusi npu ounsmauitiHid kapdiomionamii

Ipumimku: A - NOTOBLIEHHS CTIHKM apTepioJiu: nepiapTepiasbHui ¢i6po3. b - BeHyu cepes ¢pi6Gpo30BaHOi TAKHUHY,
B BeHyJIaX KpalloBe CTOSIHHS JIeMKOLUTIB. B, [' - KpOBOBM/IMBH 3 MOYaTKOM GOPMYBaHHS CIOJYYHOTKAaHWHHOI Kancyau
(inkancynsuis). Ax200; 5x820;B x70; I'x500; I'E.

HaBKoJIO — GOPMyBaHHS MOJIOJOI CIOJYYHOI TKaHUHHU
(pucyHnok 4B, T').

I[lamomopdgponoziuni 3miHu 8 ozaHax: JlereHi maso-
MOBITPSIHI, YePBOHO-CUHIOLIHOTO KOJIbOPY, €J1acTU4YHOI
KOHCUCTEeHLil, Ha po3pi3i — MOMIpHO NOBHOKPOBHI. ¥
MPOCBITI a/IbBE0J Ta GPOHXi0J1 — IEHKOLIUTH, MaKpodary,
¢i6puH (pucyHok 5A). BigzHavanocs TOBHOKPOB'sl CyZIUH
MiXKa/JbBeoJApHUX Neperopofok. [ledinka macoro 290
I, KOpUYHEBO-4ePBOHOI0 KOJIbOPY, Ha pO3pi3i — NOBHO-
KpOBHA. Y IUTOIJIa3Mi renaToOUTIB — JIpiOHi, 4MCIeHHi,
ONTHYHO OPO’KHI BaKy0J1i; clocTepirasaocs MIOBHOKPOB's
cuHycoiniB (pucyHok 5B). Hupku 36inbiienHi, Ha6psakJi,
3 0JiJj0-poXKeBUM KipKOBMM LIapOM Ta CHHIOLIHO-
YepBOHUMH MipaMizamu. BifzHadanocs NOBHOKpOB'S
KJIy60UKiB, HEKPO3 emiTesito kKaHaabliB (pucyHoK 5B).
Tumyc B’'stiué - 9,7 r. BiggHavanacsa genimdorusariis,
HafABHICTb KICTO3HO 3MiHEHUX TUMIYHHUX TiJelb y MO3-
koBoMYy wmapi (pucyHok 5T'). MopdoJioriuni 3MiHu TUMY-
€a CBIAYMJIM NIPO aKLUUJEeHTaJbHY iHBOJIIOLIO.

O6roBopenHs. /IKMII noeanye aunaraniro Kamep
cepls Ta [UPy3HUH iHTepcTULiaIbHUE Gibpo3 i mposiB-
JISIEThCSl TOPYLUIEHHSIM MOPGODYHKIIOHANIBHOI OpraHi-
3anii Mmiokap/ia yepe3 Ae3iHTerparito i aTpodito kapzio-
MionuTiB [14]. B onucanomy Hamu cnioctepexxeHHi JIKMIT
y AUTHHHU 7-MICAYHOTO BiKy, 3 pallTOBUM I10YaTKOM 3a-
XBOPIOBAHHSI Ta CMepTIo Ha PoOHi rocTpoi cepieBoi He-
JOCTAaTHOCTI, AuJaTayisa nopoxHuHu JIII cynpoBomxy-
BaJslacs eHJoKapAiaJbHUM $ibpoesacTo30M. 3a pe3ysib-
TaTaMW MIKpPOCKONIIYHOrO JOC/IPKeHHS BHYTPILIHIX
OpraHiB JIiarHOCTOBaHO BOTHUIEBY GPOHXOIIHEBMOHIIO.
Kpim 1poro, cnocrepiranocs noToBIleHHsI MiXaJIbBeo-
JISPHUX NEepPeropofiok 3 JiMQOLUTApHOIO Ta JeHKOIu-
TapHOIO iHOIIbTpali€lo, peakiliss MiKpOIUPKYISITOPHO-
ro pycJia - HOBHOKPOB'sl cyinH (prucyHok 5A). HasiBHIiCTb

OPOHXOMHEBMOHII, iHTepCcTHUIiaJIbHOTO 3anajieHHs Jie-
reHb Ta aKLWJAEHTAJbHOI IHBOJIIOLII THUMyCa CBIJYUJIN
Ha KOpHUCTb rocTpoi pecnipaTopHoi BipycHoi iHdeKIii,
AKY NiATBep/AXKyBaJa 3MiHa PeoJIOriYHUX BJIaCTUBOCTEN
kpoBi. [[posiIBOM OCTaHHIX 6/ TPOMGHU y MiKPOLIUPKY-
JIATOPHOMY PYCJli, BOTHUILEBI KPOBOBUJIMBU (PUCYHOK
4B); 1e NpU3BOAUIIO 0 MOCUJIEHHS TiMOKcii B cKOMI-
poMeToBaHoMy [JJKMII miokapai Ta 3yMOBUJIO IUBUAKY
JleKOMIIeHcalilo cepLeBol AiJIbHOCTI, 10 CKJIaJIo BUPI-
IIa/JIbHY POJIb Yy TAaHaTOreHe3i. 3a JaHUMH JIiTepaTypPHUX
okepes, nepwiuM cuMmntomoM JIKMII € 3acTtiiiHa cepue-
Ba HEJIOCTATHICTh, HA QOHI SIKOi i BUHUKAIOTh apUTMisl,
TpoM603 Ta HeZOCTATHICTh KpoBoobiry [3]. To6To, y Ha-
IOMy BUNAJKy BipycHa iHdeKIisl Moria Jiiie Npucko-
puTH paTanbHUM epebir XBOpo6H.

[Ipy4yrHy BUHUKHEHHS 3aXBOPIOBAHHS IOB'A3YIOThb
3 TeHeTHYHUMH ¢akTopamMu a6o iHdekuiiiHO-
asiepriyHolo npupojoio [3,4,5,6,7]. Y po3BUTKy onrcaHoi
KapzioMionarii, BpaxoByl0YM OOTSKEHUH CiMeHHHH
aHaMHe3 (/ABa xJIOMYUMKHU 3ardnynu Big JKMII), posb
cnaJKoBOCTi mocifasa nepiue Micue. Kpim toro, pisHa
CTaThb JliTeld (B OMMCAHOMY CIOCTEPEXEHHI — IiBYMHKA)
CBI[YUTH MpPO TeHEeTUYHUH MeXaHi3M PO3BUTKY XBO-
po6wu, 1o He moB’si3aHui 3i crarTio. KirouoBi micns
MyTalil, 10 Npu3BoAATh A0 cnaakoBoi JKMII, - capko-
Mepu Ta quTockeset [4,5]. [eHeTH4YHi MyTanii 3a y4acTio
reHiB, sIKi KOJIyI0Tb IJUTOCKeJIETHI, CApKOMepHi Ta 6iKu
s/lepHOi 0060JIOHKH, CTAHOBJATh 10 35 % BUNajKiB. 3
NaTOreHHUMHU MyTalliIMU B TeHaxX CapKOMepiB Ta LUTO-
CKeJIeTHUX I10B’I3aHe MOoPYyLIeHHs M’'130B0i NPOBiAHOCTI
Ta, IK HACJiZIOK, CTPYKTYpHOI nisicHocTi Miokapga [3].
BB Ha KIITHHHUN MeTa60s1i3M GEeHOTUIY 3 PO3BUT-
koM JIKMIT unHATH MyTalil B reHax, BijloBifaIbHUX 3a
MiToxoHApiaapuui romeoctas (DNAJC19, TAZ/G4.5). Ta-
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PucyHok 5. MikpockonidHi 3mMiHU 8 op2aHax npu ounsmuuyiliHiti kapdiomionamii

IIpumimku: A - THEBMOHIs: B MPOCBITI ajibBeoJ Ta 6POHXioJ —seldKouuTH, Makpodary, ¢pi6puH. b - Tumyc. B uenTpi
YaCTOYKH TUMIUHI Ti/IbLIS KiCTO3HO-3MiHeHi (cTpisiika). B -noBHOKpIB'Sl KJIy604YKiB HUPKH, HEKPO3 eNiTeJIi10 KaHa/bIliB.
I' - 1piGHOBaKyOJIbHA XKUPOBA AUCTPOdis MeYiHKH, TOBHOKPOB's cuHycoiziB, x200; I'E.

ko okpeMmirenu (DYS, BGA3) npu BipycHoMy MioKapAuTi
MiABUILLYIOTh YyTIUBicTb A0 po3BUTKYy JKMII [3]. Tomy
pekoMeHAyeThCs, 06 manientu 3 JKMII npoxogunu
CeKBeHyBaHHs BiJIOMHUX IeHiB KapZioMionarii, 1110 € HO-
BUM MiZIX00M AJisI MallOYTHIX MeToJiB JiiKyBaHHS [5].
Indekuiiiny etiosiorito Ta iMyHomaToJioril0o BH3Ha-
4yalTb 3a gonomorow IIJIP Ta eHzgoMmiokapziasibHOI
6iomcii 3 moganpuol0 iMyHoricToJorieto [7]. Y Haio-
My CIOCTEpeXeHHI BiZicyTHiI aHaMHe3 NpPO MOXKJIHUBI
BipycHi 3axBOprOBaHHS, fIKi 6 MOIJIM CTaTU NPUYUHOIO
JKMIL. BigmiueHe HaMU KpailoBe CTOSIHHS JIEMKOLUTIB
y CyAUHax, MOOAMHOKA JieKouuTapHa iHQinbTpalis B
IHTepCTULII B IOEAHAHHI 3 THEBMOHIEID MOXe CBIJYUTHU
JiUlle Tpo HasBHY BipycHy iHQeKlil0o Ha MOMEHT
3arubesi. Kpim toro, nozi6Hi go IKMII ypaxkeHHs cepls
BiZiMiyal0ThCs NpU Ay TOIMYHHUX 3aXBOPIOBaHHSAX. TakUi
MioKap/; XxapaKTepU3y€eTbCs iIMYHHOIO iHQiNbTpali€to 3
po3BUTKOM $i6po3y Miokap/a Ta aKTHBalli€l0 r'eHiB pe-
MoJeJil0BaHH4 [3,6].

TakuMm uyuHOM, mpob6sema JIKMII nosasirae y Bupi-
uIeHHi NUTaHb eTioJorii (poJib cnafKkoBUX GaKTOPIB 4U
iHpeKLilHUX) Ta B pOo3BUTKY $ibpoesiacTo3y eHAoKap-
Ja. OcTaHHIN CynpoBOMXKY€E BPOJKeHi Bajud PO3BUTKY
cepus, Taki SIK CHHApPOM JiiBo6iuHOI rimomsasii cepus
(C/ITC), HekoMNAKTHUM Miokapy Ta iH. 3a cBifYeHHAMU
HayKOBLiB, eHA0KapAiaabHul pibpoenactos (EFE) € pe-
aKlliero eHJl0Kap/a, a He 3axBoptoBaHHAM [8]. EFE € yHi-
KaJibHOI0 popMmoro $i6po3y, IKUM YTBOPIOE 3aHOBO 1LIAP
cybeHJ0KapiaJbHOI TKAHUHY, 1110 iHKAICYJII0E MioKap/,
i 3aTpuMye Horo picT, i kUil 3a3BU4ail NOB’sI3aHUM i3
BPOJ>KEHHUMHU BaJlaMU Ceplisi TeTepOreHHOr0 MOX0/KeH-

H4 [16,19,20,21,22], fe nopyllieHa JUHAMiKa KPOBOTOKY
Ta HaBaHTakeHHs1 Ha M'a3 JIII cTaloThb eTioJoTiYHUM
YUHHUKOM fIK po3TsarHeHHs JIII [10,12,17], Tak i pos-
BuTKy EFE [13]. [lepexif Bix enzoTesiio 10 Me3eHXiMU
(EndMT) 6yB ifeHTUdiIKOBaHUH SIK OCHOBHUM MexaHi3M
dopmyBanns EFE [3,12]. [cHy0Tb CBifiueHHS, 1110 MiJIBU-
nieHe HaBaHTaXeHHs Ha JIII, BUK/IKKaHe aKTUBaLIi€w0
TGF-B, npuzBoguts g0 EndMT [11]. Ha ekcnepumeH-
TaJIbHUX MOJEJISAX J0BeJieHO, 10 GibporeHHi KJAITUHU B
TkaHuHI EFE noxogaTte Bif eHJ0KapAiaJbHUX eHJ0TeJli-
aJIbHUX KJITHH Yepe3 abeppaHTHUMH NlepexiJ eHJ0Teil0
B Me3eHxiMy [10]. EFE npu pisHuX Bpo/i>keHUX BaJlax MaB
cTepeoTunHi MopdoJsoriuHi nposiBd. 3a CBiAYEHHSIMU
HayKoOBIIiB, ap ¢pi6po30BaHOr0 eHA0KapAy CKJIaJaBCce 3
KOJIareHy, eJJaCTUHY Ta [VIaJKOM s130BUX KJITHH [1,9,17].
Y HauoMy cnocTepexeHHi CII0JyYHOTKaHWHHI eJleMeH-
TH, 1110 BUABJISJIMCA B IVMIMOOKUX LIapaxX MiokapZa, cKJa-
JlaJIUCca 3 MOJIOAUX CIOJYYHOTKAaHUHHUX eJleMeHTIB
3 XaOTHMYHO PO3TAllOBAaHMMM CIHOJYYHOTKAaHUHHUMU
BOJIOKHAaMU Ta BeJMKOIO KijJbKicTi0 MiodibpobsiacTis.
HaBnaku, B cyGeHJi0KapZiaJIbHUX 30HaX BUABJSAINCA
chopMOBaHi 3BUBUCTI CHOJYYHOTKAaHWHHI BOJIOKHA 3
HeBEJIMKOIO KIJIbKICTIO KJIITHH. lle cBifuMuTh npo AKicHi
3minu EFE B npoueci cBoro icHyBaHH# - f03piBaHHA. Ha-
ABHICTb 3piJIOl Ta MOJIOA0I CIIOJTYYHOI TKAaHUHHU CBiZjunIa
npo nporpecyBaHHs EFE 3 nomupeHHsM HOro BIIMOUHY
Miokap/ia Ta CIpUYMHsAIA TrigponiuHy auctpodito kap-
JioMiouUTIB B cybeH0Kap/iaJbHUX JiITHKaX Miokap-
Jla, HeKpo3 Ta ix aTpodito Bif TUcky. LlikaBum ¢pakToM €
IBH/IKe GOPMYBaHHS CIIOJYYHOTKaHUHHOI KalCy/Iu Ha-
BKOJIO CBIXKMX KPOBOBUWJIMBIB y LleHTPaJbHUX 30HaX Mio-
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3eniHcbka A.A. / CnapgkoBa amnaTtauiviHa kapaioMionaTis. BnacHe cnoctepexeHHs

Kap/Aa, 1[0 € CBiJYeHHSIM MPUCKOpeHoro ¢ibpuioreHesy
npu JIKMII Ta moTpebye nMoAaabIioro BUBYEHHS JJIs PO-
3yMiHHSA MeXaHi3MiB PO3BUTKY JaHOI NAaTOJIOTII.
BucHOBKM. HaMu nmpeAcTaB/IeHO CHOCTepeKeH-
HsA cnaakoBoi JKMII 3 moeaHanHaM aunaartanii JIII Ta
eHZ0KapaiaibHOTO ¢GibpoesiacTo3y, sKi B3a€EMHO IiJ-
CUJIIOBaJIM NporpecyBaHHs piOpO3HUX 3MiH y cepIi Ta
CIyTyBaJ/Id MPUYUHOIO panTOBOI cMepTi Ha ¢OHi rocTpoi
pecmipaTopHoi BipycHoi iHdekii. [Ipo6aemoro JKMII €
BHU3HAYe€HHSA NPUYUHHM ii PO3BUTKY — FeHETHU4HI Mopy-
IIeHHs1 a60 iMyHO3amna/ibHi MexaHi3Mu. JlaHU# BUMTAJI0K,
3 MePIIUMHU IPOSTBAMH XBOPOOH Yy 6-MiCAIHOMY Billi, miji-
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KpeCJII0E HeO6XiIHICTh paHHbOI AiarHOCTUKH, TeHEeTUY-
HOT'O CKPHHIHTY, 0COGJIMBO IIPH 0O TSXKEHOMY CiMEHHOMY
aHaMHesl.

Ilogaka: 3aBigyw4doMy BiAJiJIeHHA MaTOJIOTIYHOL
a"atoMmii H/JCJI «OXMATAUT» MO3 VYkpainu Xexepi
B.M., sikapto CaBocTikoBiit H.JL.

dinaHcyBaHHs. OiHaHCOBOI MiATPUMKH BiJ| AeprKaB-
HOI, rpoMaJicbKoi a60 KoMepIliiHol opraHisariii s craT-
TSl HE OTpUMaJia

Kondaikr iHTepeciB. ABTopu
HasIBHICTb KOHQJIIKTY iHTepeciB.
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Hereditary Dilated Cardiomyopathy: A Case Report
Anna A. Zelinska, Tetiana V. Savchuk

Bogomolets National Medical University, Kyiv, Ukraine

Abstract

Aim. To conduct a clinical and pathological analysis of a case of hereditary dilated cardiomyopathy with
endocardial fibroelastosis.

Materials and methods. A pathological examination was conducted on a 7-month-old child. Macroscopic,
microscopic, morphometric, and statistical research methods were applied.

Clinical and Pathological Case. The girl was born from the third pregnancy and third physiological delivery
at 38 weeks of gestation, with a birth weight of 2990 g and an Apgar score of 8-9. She was born to parents with a
burdened family history - two previous male siblings had died from congenital heart disease, specifically dilated
cardiomyopathy, at the ages of 6 years and 3.5 months. Ultrasound examinations of the heart during pregnancy and
at 1.5 months of age revealed no abnormalities. At 7 months, the child died of acute heart failure in the context of a
viral infection, at which time cardiomyopathy was diagnosed for the first time. Autopsy findings revealed dilation of
the left ventricular chamber with endocardial fibroelastosis. Subendocardially, mature wavy connective tissue fibers
and young connective tissue elements were found in the interstitium of the deeper myocardial layers, indicating
disease progression. This led to myocardial dysfunction associated with cardiomyocyte atrophy.

Conclusions. We present a case of hereditary dilated cardiomyopathy (DCMP) characterized by a combination of
left ventricular (LV) dilatation and endocardial fibroelastosis, which mutually accelerated the progression of fibrotic
changes in the heart and contributed to sudden death in the context of an acute respiratory viral infection. A key
challenge in DCMP is determining its underlying cause-whether genetic abnormalities or immunoinflammatory
mechanisms. This case, with the first manifestations of the disease at 7 months of age, highlights the critical need for
early diagnosis and genetic screening, particularly in individuals with a burdened family history.

Keywords: endocardial fibroelastosis, left ventricle, cardiomyocytes, myocardium, pathology, genetic screening.
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