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Keywords: histiocytoid cardiomyopathy, mitochondrial myopathy, cardiac rhythm disturbance, a newborn with extremely
low body weight

Ana umtnpoBanua: Kynuga J1. B., Capeiea O. I1., Manbiwesa M. B. TMICTUOUUTONOHAA KAPONOMUMOMATUA
Y HOBOPOXJEHHOIO C OKCTPEMAJIbHO HU3KOW MACCOWN TEJIA. MeauumHckuii BecTHuk CesepHoro Kaskasa.
2019;14(2):382-384. DOI - http://dx.doi.org/10.14300/mnnc.2019.14096

For citation: Kulida L. V., Saryeva O. P., Malysheva M. V. HYSTYOCYTOID CARDIOMYOPATHY IN THE NEWBORN WITH
EXTREMELY LOW BODY WEIGHT. Medical News of North Caucasus. 2019;14(2):382-384.
DOI - http://dx.doi.org/10.14300/mnnc.2019.14096 (In Russ.)

382



MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A
2019.T.14. No 2

MEDICAL NEWS OF NORTH CAUCASUS
2019. Vol. 14. Iss. 2

Al -apTepuanbHoe aaBrieHue

K -ructvoumtomaHaa kapanomMumonaTtus
WBJ1 —ncKycCcTBEHHAs BEHTUAALNA NErkux
KMI-kapanomuonaTtus

MTAHK - MmuTtoxoHapuanbHaa OHK

YCC -uyacToTa cepAeyHbIX coKpalleHnin
OKI  -anekTpokapaunorpadus

Ox0oKI - axokapaunorpadus

TOYHO pepkoe 3aboneBsaHue MUoKapaa, Bnepeble

onucaHo D. Voth nog HazBaHuem «apaxHOUMUTO3
cepae4Hoi mbiwubl» B 1962 roay [1]. Mo knaccudpum-
kauun American Heart Association (2006) oTHocuTtcs
K MepBUYHbIM (reHeTu4ecku oOYyCJIOBJ/IEHHbIM) Kap-
avomuonatuam (KMI). B kauecTtBe CUHOHMMOB 3TOW
KMI naeectHbl MNageH4yeckaa kcaHtomarto3Has KMI,
mnapeHyeckas KM, dpokanbHas xuposasa KMIM, oHko-
uutapHaa KMI, nsonuposaHHbIi KapauanbHbIi IMNu-
0,03, onyxosb cepaua ns knetok NypknHbe, ramaptoma
MMUOKapaa v NPoBoAsILLLEe CUCTEMbI cepaLla, NeHucTas
TpaHchopmauusa mMuokappa. CooTHoweHue Mexay
LeBo4YKaMu U Manb4ynKkamMmv npyv aTom 3aboneBaHum co-
ctasnget 3:1. MaHudecrtnpoBats gaHHasa ¢popma KMIN
MOXEeT B BUae CMHApPOMa BHe3arHoii cMepTu nnbo Ha-
pyLueHuii puTma cepaua.

CewmenHble cnyyvam 'K n y npeacrasutenen €Bpo-
neoungHon pacsl (npumepHo 80 % HabnoaeHwin) ganm
OCHOBaHME NpeanosioXnUTb FeHeTUYecKkylo OeTepMu-
HUPOBAHHOCTb AaHHOM GOopMbl KapauomMuonaTtum C
X-cuenneHHbIM HacnegoBaHMEM U lokanusaumen reHa
B cermeHTe Xp22 [2, 3]. [loMCk LETEPMUHAHTHbIX FEHOB,
OTBETCTBEHHbIX 3a padButue aton KMI1, n natonornye-
CKNX MyTauuii BiBUA MyTaumio B reHe G15498A muto-
xoHgpunanbHon AHK (MTOHK), kognpylowem Lntoxpom
B, 4TO NPUBOAMUT K HAPYLLUEHUSAM TPaHCNOpTa 3/EKTPO-
HOB B MUTOXOHOpPUSAX. BbiCckazaHO nMpeanosioxXeHve o
NPSAMOM 1 ONOCPEAOBAHHOM BIIMAHUN FEHHbIX MyTaL Ui
yepe3 CUCTEMY CUrHaNbHbIX KAackagoB KOAMPYEMbIX
6eNKoB Ha akTUBaLMIO anonTo3a KapAnoMUOLMTOB, UX
runepTpoduio n kapamodpmndbpos. BoaMoxHOCTb pa3Bu-
TS 3ab601eBaHNa Noa, BAMSHUEM NOBpeXaatloLmx Gpak-
TOPOB A0MNYCKAaETCS B CPOKE rectaunm 5-6 Hegenb — Ha
aTane 3akaagkym aTPpUOBEHTPUKYISIPHONO U CUHYCOBO-
ro y3nos, andpdepeHumMpoBKn B KIETKU NPOBOASLLEN
cucTeMbl 9MOpPUOHaNbHbIX BOJIOKOH [MypkuHbe [4].
O6ocTpeHne u yTaxeneHne 601€3HM BO3MOXHO Mof,
BJINSHWEM BUPYCHON MH)EKLNUN U NPOPUNAKTUYECKNX
npuBuBOK [5].

KnuHunyeckme nposisneHus K otnnyaiotes onpeneneH-
HbIM nonumMopduamom. MaHudectmpyeT 3aboneBaHue
00bIYHO HapyLleHVMEeM CEPAEYHOro puTmMa B BUAE pe3u-
CTEHTHbIX K @HTMapUTMUYECKOWN Tepanum Xenyao4koBbIX U
Ha[KeNya04KOBbIX TaxmaputmMuii [6] nnbo BHe3anHo pas-
BMBLLENCS cepaeyHon HepocTatodHocTn [3]. Y 19-22 %
OONbHBLIX KapauomMuonaTus aebiTupoBana CUHOPOMOM
BHe3anHown mnageHyecko cmeptn [7]. Hepenko (oo 16 %
cnyyaeB) KMIT coyetaetcs ¢ gedektamm neperopopok
cepaua, GrnbpoanacTo3omM MMoKapaa 1 runornasven ne-
BbIX OTAENOB. B 17 % cnyyaeB OuarHOCTUPYETCS 3KCTpa-
KapawanbHasa natonorus: MukpodTanbMus, KaTapakTa,
adakus, rmgpouedanus, areHesms Mmo3onmctoro Tena [3].

Mpwu ayToncmmn makpockonuyecku B 95 % cnyyaes OT-
Me4yaeTcs KapaMoMeranus, pacliMpeHne mnosocTu ne-
BOrO Xeflyaoyka 1 NoBblLLEHHAsa ero TpabekynsipHOCTb.
B cTeHke neBoOro xenyno4ka, rnof, aHAOKapAoM nanun-
NSPHBIX MbIWL, M Ha CTBOPKaxX aTPMOBEHTPUKYNAPHbBIX
KnanaHoB, a Takxke B Mpeacepamsix o0OHapyXuBakTCs
OKPYI/ble XeNnToBaTo-0enble MUKPOYy3enku, NpeacTaB-
naowme cobo ramaptonofobHyo nponudepaumnio no-
JINFOHANbHbIX MEHUCTbIX W TPaHYIMPOBAHHbBIX KIETOK.
HebnaronpusTHO MPOrHOCTUYECKN CYUTAETCs JioKa-
nmM3aumsa nogobHbIX CTPYKTYP B MPOBOASLLEN CUCTEME
cepaua.

rMcTuouMTounHaﬂ kapanomuonatus (MK) — pocra-

Mpn 2NeKTPOHHO MUKPOCKONUM 0BHapYXMBaKOTCS
rmnepTpodPrPOBaHHbIE KAPANOMUOLMUTLI C HEOONBLLUNM
KONIMY4ECTBOM MUOPUOPpMNN [2]. XapakTepHbiM cunTaloT
BbISIBJIEHWE MHOXECTBa aHOMasibHbIX O0edOpPMNUPOBaH-
HbIX W YBENYEHHbIX MUTOXOHAPWUNA C 4Ee30praHn30BaH-
HbIMW TPEBHAMU N KPUCTaMK, KOTOPbIE CoAepPXaT HU3-
KO€ KONMMYECTBO UUTOXpoMa b 1 MNoTHble BKIKOYEHUS.
Okpacka rmcTMoUMTONAHbIX KNEeTOK AECMUHOM, aKTUHOM
M MUOrnoONHOM A0Ka3blBAET UX MbILLEYHOE MPOMCXOX-
neHve. B yutonnasme knetok onpepensercs 60sblioe
KOJINYECTBO PACCEAHHOr0 MUrMEHTa, NUNuabl U -
koreH. OuyaroBble CKOMJeHUs KNeTok nogobHoro Tuna
coyeTatoTcsa ¢ pokycamn dunbposa B Mmokapae [4, 8].
KneTku ructnoumtongHoro tuna obnagatoT apuTMOreH-
HbIM MOTEHUMANIOM, yAaNeHne U3 HUX Y3EesKOBbIX CKO-
NAEHNA MOXET MPUBOAUTL K UCHE3HOBEHUIO apUTMUIA.
Mpwn oTcyTcTBMK NneveHns MK 3akaH4ymMBaeTCs NeTasnbHO B
TeYeHe NePBbIX ABYX JIET XUSHW.

MpuBoAMM KNMHMYECKoe HabnwaeHne HeOOHOLLEH-
HOW HOBOPOXAEHHOM B., nornblien B paHHEM HeOHa-
TanbHOM nepuoge. eBoyka oT 5 6epemMeHHOCTH, npe-
XAEBPEMEHHbIE poabl B 26 Hepenb 4 aHa. Matepwu 36 ner,
oTuy — 37 neT, BpeaAHbIX MPUBbLIYEK HE UMEIOT. Y XXEHLLMHBI
B aHaMHe3e 1 cBOeBpeMeHHble poabl U 3 MeaNUMHCKNX
abopTa. TeyeHne HacTosILLEN BEPEMEHHOCTN OCNIOXHU-
NIOCb YrpPO30M HEBbIHALUVBAHMWSA 1 HA3KOW NilaueHTauuen.
[esouka poamnack ¢ maccon tena 800 r, onuHon — 33 cm
¢ oueHkon no Anrap 1/3 6anna. Mo TAXecTn cCocToAHUA
pebeHok nepeBeneH Ha annapartHyio WBJ1, nomelleH
B KyBE€3, HayaTa WMHTEHCKBHas Tepanus. TOHbl cepaua
NMPUrAYLWEHbl, HEXHbIA CUCTONMMYECKUA LWyM CneBa oOT
rpyanHsl, HCC 140-160 B muHyTy, ALl 57/25 MM pT. CT.
Mo paHHbiM OKI: pUTM CUHYCOBLINM, HeMnonHasa 6aokaaa
npaBon HOXkM ny4vka [mca. Mpu OxoKI: oTKpbITHIA ap-
TepuanbHbI/ NPOTOK, OTKPbITOE OBaslbHOE OKHO, kiana-
Hbl 663 0COB6EeHHOCTEN, NOBbILLEHHas TPpabeKyNnsApHOCTb
NIeBOro xenygoyka. Ha TpeTtbu CyTkM XU3HN y pebeHka
OTMEYeHbl YacTble NMPUCTYMbl TaXMKapaAun ¢ Nepexonom
B Gpubpunnauuio xenynoykos. Ha doHe yepepoBaHus
CYNPaBEHTPUKYNAPHON U XEeNnyao4ykKoBOW Taxmvkapanu
BO3HMKNA acuctonus. lNposoanmMble peaHMMauMOHHbIE
MeponpuaTusa — 6e3 adpdekTta. KoHcTaTMpoBaHa cMepTb.

Ha ayrtoncuu: ceppue ysBenn4eHo B pasmepax no
4,3x3,3x2,4 cm (Hopma 3,2x2,8x1,3 cM), macca — 22,3 r npu
Hopme —7,2%0,5 . OTMevaeTCs ICTOHYEHNE CTEHKM IEBOTO
xenygodka oo 0,2 cm. TonwyHa MeXeKenyao4koBoi nepe-
ropoAKun U CTEHKM NPaBOro xenyaoyka cocrtasuna 0,4 cm.
B neBom xenypouke onpenensercs nosbllleHHas Tpabe-
KYNSIPHOCTb W AONOAHUTENbHbIE XOPAASIbHbIE HATK aTPUO-
BEHTPUKYNSPHBIX KNanaHoB. 'MCTONOrMYeckn BbIIBASETCS
HapyLUeHVe YrNopsao4YEHHOrO PACMONIOXEHNS MbILLEYHbIX
BOJIOKOH U UX ¢parmeHTapHocTb. CybaHaokapananbHO
no xony NanuiispHbIX U TPabeKyNAPHbIX MbILLL, BU3yasu-
3UPYIOTCA O4Yaru CepoBaTo-XenTtoro ugeta. B cTBopkax
TPUKYCMUAANBHOIO M MUTPANIbHOIO KjlanaHOB OTMevYaeT-
CS1 04aroBbI rMannHo3 (puc. 1). B MeMbpaHO3HOW YacTu
MEeXOKeNygo4ykoBon neperopogkmn — pgedekt 0,4x0,6 cwm.
lMictonormyeckn B cy63aHOOKapAMaNbHbIX OTAENax Muo-
Kapaa NeBOro xenynovka obHapyXeHbl KPynHOO4YaroBble
CKOMJIEHMS MONUTOHANbHbLIX KIETOK C «ONTUYECKM NMYyCTOM»
umMTonnasmMon (puc. 2). AHanornyHble, HO MEHbLUME MO
MIOLAAM, O4ArOBbIE€ CKOMIEHUS MOMUIOHANbHBIX KJIETOK
onpenensTCs B MEXOKENYL04KOBOM 1 MexnpencepaHomn
neperopoakax, no xoay 31eMeHTOB NPOBOASLLEN CUCTEMBI
cepaua. BeiseneHa runonnasusa nerkmx (macca — 12,7,
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npu Hopme — 24,4 1), BHYTpUyTPOOHO NprobpeTeHHas rm-
nonnasunsa ¢detanbHO He3penoro tumyca (macca — 1,7 r,
HopMa — 3,4 1), peTapaaHTHbIA TUM OUCXPOHUA Pa3BUTUS
HaAMNOYe4YHNKOB 1 FOJIOBHOIO MO3ra.

da

Puc. 1. XXentoBaTo-6enecoBaTtble y3enku B CTBOPKaAx
MUTpasbHOro KnanaHa, dokycel Grudposa
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