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PE3IOME

Mouonamuunama xunepmpoduuna kapouomu-
onamust e pAOKO Cpeuana 6 0emcKa 6v3pact ¢ 8UCOK
nomeuyuanen puck om gamanen kpati. Omnuuume-
JieH Oenee e MUOKAPOHANA XUNepmpoPus npu aun-
ca Ha xemoOuHamuuHa npuduna. Om nopeus onucam
cy4ar Ha eKCNepUMeHMAnHo sieueHue Ha Kopmaye
npes 1971 e. bema-6nokepume umam 800eusd possi
6 MeOUKAMEHMO3HOMO fleueHue ¢ 8apuayuu 6 00-
3oeume pexcumu. ITo nocnednu numepamypHu 0aH-
HU U KTUHUYHU NPOYUBAHUS yNnompebama Ha 6UCo-
Ku 003U bema-6710kep HeOCNOPUMO NOKA3BA 3HAUUM
NPOUEHM HA NPeHUBAEMOCI 68 0BN20CPOUEH NIIAH.

IIpedcmassame knunuuer cnydati Ha 11-meceuro
Kvpmade, KOemo nocmeneéa 6 HAUAMA KIUHUKA ¢
OanHu 3a copoeura Hedocmamovurocm. Om nposede-
Hume 00pasHu U3CIe08aHUS — PeHmMeeH0ePAPUSL HA
epvleH Kouwl U exoxapouozpagus, ce ycmaHosu u3-
paseHa cumempuuHa xunepmpopuuHa HeooCcmpyK-
MU6HA KapouomMuonamus. 3ano4Ha ce MeoUuKameH-
MO3HO ledeH e C NPONPAHOTION 8 NOCHIEeNeHHO NOKAY-
sauia ce 003a 00 5 mz / ke / 24 uaca. Hakonko ceo-
MULU NO-KBCHO NPU KOHMPOTHO exoKapouoepagpcko
u3cnedséaxe ce yCmaHo8U 3HAUUMENHO N000OpeHUe 6
0uacmonHama PyHKUUS Ha 1164 Kamepa ¢ U36ecH-
Ha pezpecusl 6 Xunepmpopuama Ha MUoKapoa.

Konumponupanomo npunazane Ha 8ucoku 003u
bema-6noxkepu O6u M02n0 coulecmeeHo 0a noooopu
npozHO3ama u 0v/120CPOHHAMA NPEHUBTEMOC NPU
nayuenmume ¢ UOUONAMUYHA XUNEPMPOPHUUHA
KapouomMuonamus.

Kntouoeu oymu: xunepmpouura kapouomuonamus,
bema-6n0Kep, npexussiemocm
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ABSTRACT

Idiopathic hypertrophic cardiomyopathy is a rare
disease in childhood with a high potential of a lethal
outcome. The hallmark of the disorder is myocardial
hypertrophy that occurs in the absence of an obvious
hemodynamic stimulus. Since the first case of an ex-
perimental treatment of an infant described in 1971,
beta blockers have become one of the leading medica-
tion options with variations of the dose regimens. Ac-
cording to the current literature data and clinical trials
the use of beta blockers in high doses is consistent with
a high percentage of survival.

We're presenting a clinical case of an 11-month
old infant, who was admitted to our clinic with symp-
toms of congestive cardiac failure. The chest radiog-
raphy and echocardiography results showed a severe
symmetric hypertrophic cardiomyopathy without an
obstruction in the left ventricular outflow tract. The
treatment was started with Propranolol in a titrating
dose until reaching the dose of 5mg/kg/24hours. Sever-
al weeks later, echocardiography examination showed
a significant improvement in the left ventricle diastol-
ic function with some degree of regression of myocar-
dial hypertrophy.

The use of high doses of beta blockers together with
the monitoring of the clinical state could improve the
prognosis and survival in patients with idiopathic hy-
pertrophic cardiomyopathy.

Keywords: hypertrophic cardiomyopathy, beta block-
ers, survival
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BBbBEJEHME

Xuneprpoduunara kapanommonarusa (XKMII)
ce fmepuHMpa Karo MMOKapgHa Xumneprpodus,
KOATO He € NPeAN3BIMKaHA OT XeMOJVIHAMUYHM CTH-
Mymu. Moxe fa ce IpOsiBY BBB BCSIKA BB3PACT, HO
Hall-4eCTo B TpeTaTa JieKajla OT )KMBOTa. 3a JeTCKaTa
BB3pact vyecroTara it € 0.3-0.5 na 100 000 (2), xato
CpefiHa Bb3pacT Ha IMarHOCTUIMpaHe e 7 I.,a 1/3 oT
cydanTe ca mof 1 roguHa.

XKMII e Haif-yecTaTa NpMUUYMHA 33 BHE3aIlHA
ChpIieIHa CMBPT CPeJl FOHOIIIN.

ETNONOTUA U TMATHO3A

XKMII ce mpepmsBuMKBa OT aBTO30MHO-JOMMI-
HaHTHa MyTallJsl Ha T€HN, KOJMpaIly CApPKOMEPHMN-
Te npoTenHn. Vigentndunyupanu ca 8 reun u Hap 1
400 myTanuy, KOUTO Ce IPOABABAT B TE3) I'€HI.

B nercka Bp3pact XKMII mosxe f1a 6b71e BTOpUY-
Ha M3s5Ba Ha IOJJIeXXa1o 3a00/ABaHe:

o BpogeHM OoecTy Ha OOMsIHaTa — 60O/IeCT Ha
Pompe, Fabry, nepuiiut Ha KapHUTHH;

o MandopmaruBau cuHApomMum - Noonan,
LEOPARD, Costello;

o HeBpOMYCKy/IHM 3abonsBanus — Friedreich’s
ataxia;

o HOBOPOJEHO Ha Majlka A1abeTnyKa.

Ot maTo¢usnonornyHa ImaefHa TOYHA CHPLETO
ce yrozeMsBa 3a CMeTKa Ha 3ajje0e/leHNTe CTeHI.

CaMaTa KyXMHa € C HOpMajleH WIM TI0-MaJI'bK
obeM.

ITnarnosara ce 6asupa Ha eXOKapAMOrpaCcKOTO
U3C/IefiBaHe, KOeTO JIeMOHCTpUpa XunepTpodupania,
HO He U iWIaTMpaHa nsaBa kKaMepa. OCHOBEH MOMEHT
e Ha/IM4MeTO WIM He Ha OOCTPYKIA B JIABOKaMep-
HUSA U3XO[IeH I'bT.

EnextpokapamorpamMara e IaTolOTM4YHAa B 75-
95% ot ciny4ante (3).

KIMHUKA

o BHesamHa cbpreyHa CMBPT - HAll-4ecTO OT
PUTBMHO-TIPOBOJIHO HapyIIeHe, CBbP3aHO C
¢usnuecKo HaTOBapBaHe.

o JluciiHes — 3aTPyJAHEHO AMIIAHE.

o IIpecuHKoOI, CMHKOII, aHTMHA.

o Coprebuenre.

o 3acToiiHa ChpAeYHa HeJOCTATBUYHOCT — PAIKO
CpelllaHa B IETCKA BB3PAcT.

ITosedenue cned nocmasste Ha ouazHo3ama:
1. Pectpuxiys Ha pusmyeckara akTUBHOCT.
2. MepyKaMeHTO3Ha Tepanus 3a KOHTPO/IMpaHe Ha
CYMIITOMUTE.
ITepBO cpexcTBO e 6Gera-6mokepsr. Toit 3aba-
B CBpAEYHATa 4eCcTOTa, IOJOOpsABa AMACTONHATA

¢byHKIVA U yBennvaBa yaapHusa obem. IIpoyusane
oT 1999 1. leMoHCcTpUpa, Y€ IPeXXNBAEMOCTTa 3Ha-
YMTETHO HAPACTBa IIpH JIedeHNe C BUCOKM 1031 Oe-
Ta-6710Kep > 5Mr / Kr / 24 4. B IeTcKa Bb3pact. Ilo
TO3Y HauMH PUCKDT OT BHE3aIlHAa ChPAEYHA CMBPT,
KaKTO U OT ChpfieYHa He[OCTaTbYHOCT HAMa/IsABa OT
5 no 10 meri. ToBa Moxe fja ce 06s1cHM ¢ papmako-
KMHeTMKaTa Ha Oera-6mokepa. Ilopagy mo-6bp3us
MeTabo/MM3bM IPH AelaTa ca HeOOXOAVIMM T10-BUCO-
KM 1031, 32 J1a Ce MOAbp>Ka TepalleBTIYHO II/Ia3Me-
HO HUBO (4, 5, 6, 7).
Hamnp. kbpMade 131CcKBa 4-II'bTH IO-BUCOKA /1032
B CpaBHEHIE C Bb3pacTeH 4YO0BeK, gere 2-11 1. — 2.9
I'BTU IIO-BUCOKA, a 12-15T. — 1.4 IpTH.
3. OnepaTuBHa MUEKTOMMS IPU TeXKa 0OCTPYK-
us (1, 2).
4. VIMnnaHTMpaHe Ha KapayoBepTepeH feduopu-
natop (1, 2).

KJIVMHUYEH C/IYYAN

[IpencraBsamMe KIMHMYEH CTydaii Ha 11-MecedHo
KbpMade, KOeTO IOCTBIIBA B HAIlIATA K/IMHIKA B YB-
pemeHo 00110 CHCTOsIHME, C JAHHM 33 ChpIeYHa He-
TOCTaTbYHOCT — TAXUAVCIIHESA, AUXaTeTHa 9eCTOTa
54/MuH, CTeHel[o AVINAHe, TaXMKapAWYHA Chpfied-
Ha JIeITHOCT, CbpAevyHa yectora 150/mMuH. OT mpose-
leHnTe 0OpasHM 1 TaOOPATOPHY M3CTIEBAHA :

PentreHorpa¢gusa Ha rpbieH KOLI — JaHHM 3a
Kapmomeranusi u 0OeofpobeH BeHO3eH 3acToil
(dur. 1).

i

i O L hnas

Que. 1. Jannu 3a kapouomezanus u 6enodpober
3acmoti

Exokappuorpadus - uspaseHa cuMeTpudIHa X1-
nepTpoduyHa HeOOCTPYKTUBHA KapAVIOMMOTIATHS C
BOZIellja JITBOKaMepHa inactonHa guchynkums. e-
OenmyHY Ha MeX/TyKaMepHaTa Iperpaja 11 3aJjHa cre-
Ha Ha JIBa KaMepa — 11 MM, HamajieH obeM Ha naBa
kamepa (Pur. 2).
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TepaneBTquH IoAXOoa IIpU MANOIIAaTMIHa XI/IHeprOCbI/ILIHa KapAOMMOIIaTNA

Frob:

Que. 2. Cumempuuna xunepmpopuuna
Kapouomuonamus

JTabopaTtopuu uscmegBanuss — 6e3 JaHHU 3a
Bb3Ma/INTE/IHA aKTUBHOCT, IToBuieHn cr-tu Ha KK,
KK-MB.

3amoyHa ce MeJVKAaMEHTO3HO JiedeHye C Ipo-
IIPAHOJION B IIOCTEIIEHHO ITOKAaYBallla ce 103a 10 SMr/
Kr/24 gaca.

ITPOCJIIEJABAHE

HsAxonko cegMmum mo-KbCHO IPY KOHTPOTHO
eXOKapAnorpadCcKo M3ceiBaHe Ce YCTAHOBY TIOf0-
OpeHne B AyacTonHaTa pyHKUMs C U3BECTHA perpe-
cus B xuneprpodusra Ha muokapaa (dur. 3 u 4).

Due. 3. Peepecus 6 muoxaponama xunepmpogdus c de-
6enuna Ha MKC - 8 mm, na 3CJIK - 10 mm

Que. 4. [lodobpenue 6 ouacmonnama pynxyus na JIK
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3AK/IIOYEHUNE

KoHTponmpaHoTo mpuiaraHe Ha BMCOKY [O3U
OeTa-6/okepy OM MOITIO CBIIECTBEHO [a IOfO-
Opy TIpOrHO3aTa M [BITOCPOYHATA IPEKNUBIEMOCT
IpY MALMEeHTUTe C UAVONATHYHA XUIepTpopuIHa
Kap/IMOMUOIIATH .
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