Biokpunte ans cebe xsopody dabpi:

POJib KAPOIOJIOTA

XBOPOBA ®ABPI MOXE NPU3BECTU
A0 3HAYHOIO YPAXXXEHHSA CEPLA'

XBopoba Pabpi — Le pigkicHe, nporpecytoye
Ta NOTEHLiNHO Hebe3neyHe AN XUTTS
3aXBOPOBAHHS, SIKE MOYMHAETLCH B PAHHBOMY
OVUTUHCTBI Ta Bpakae Y0roBiKiB i iHOK. '3

XBopoba Pabpi Ak X-34enneHe nisocoMHe
3aXBOPHOBAHHS HAKOMUYEHHS, SIKE €
MYIBTUCUCTEMHUM, CTIPUYMHAETLCSA NOBHUM abo
YaCTKOBMM AeiLUMTOM Ji30COMHOTO hEPMEHTY
a-GAL A, wo npm3soguTb Ao HakonuveHHs GL-3
i lyso-GL-3, ke Moxe Npu3BeCTn 40 YPaKEHHS
cepusi, HAPOK i LepebpoBackynspHoi cuctemm.?3

PAHHA OIATHOCTUKA TA JNIIKYBAHHA
€ KPUTUYHO BAXITUBUMU, OCKIJTbKU
XBOPOBA ®ABPI MOXE SMEHLLUUTU
OYIKYBAHY TPUBANICTb XXUTTA YEPE3
YPAXEHHA CEPLUA TA IHLUUX OPrAHIB*4-¢

3HWXEHHA
Npuonn3HoOI oYiKyBaHOI
TPUBAroCTi XUTTA

HOJOBIKIB

i3 xBOpo6OOIO

®Pabpi nopiBHAHO
i3 3aranbHOO

nonynsuicto

-16

PErynsapPHO
30IMCHIOUTE
MOHITOPUHIT CBOIX
MALIEHTIB 3 XBOPOBOIKO
®ABPI

HesBaxatoun Ha HopmarbHy
akTmBHicTb a-GAL A
B My1a3Mi, XiHKM He €
«MPOCTO HOCIIMUY» Ta YacTo
CTpaXkaaroTb Big CMMMOTOMIB,
LLIO 3MIHIOIOTb XUTTS, Ta
ypakeHHs opraHiB.”®

oflHaK, Ha BiAMiHy

Ha koyxHoro giarHoctoBaHoOro
nauieHTa LLUNSAXoMm
0OCTEXEHHA poanNYiB MOXHa
BUSIBUTU B cepeaHbOMY
5 ypaxeHux uneHis cim’i.®”

aputmin'2

PaHHin iwemiyHumn

: HeaoCTaTHICTb'?
XBopoba dabpi moxe a

OyTK1 TaKOH0 >X CEPNO3HOLD
3arpo3oto 451 cepus,
HaBiTb 3a BiACYTHOCTI

MYBTUCUCTEMHOIO
ypaxeHHs. "

KiHLiBOK / eni3oanyHi
lnorigpo3'

KMLLKOBOrO TpakTy'2

AHriokepaTomun'?

XBopob6a Pabpi imitye FKMIT,

iHLWKMX NPUYKH rinepTpodpii, y
nauieHTiB i3 xBopo6oto Pabpi
HU3bKi HaTUBHI 3Ha4YeHHA T1
He3anexHo Big cTaTi'>"*

Mporpecytoua 1L, cTteHoKapAis
Ta ¢i6po3, AKki npusBogATbL A0
niaBULLEHOrO PU3NKY CepLeBUX

[Nporpecytoya HMpKkoBa

[NepndepunyHa Henponaria

BU3HAYTE YACTI KAPAIONOI4YHI O3HAKU TA CUMITTOMMU

XBOPOBU ®ABPI

Y naujieHTiB MOXe croctepiratuca 6eaniy cumntomis. '?

Biga ’KMI ta

/

RV

iHCynbT312

MPT TunoBoro ¢ibpody ®abpi B 6i4Hii CTiHLi niBoro
LUNYHOYKa (MOKa3aHo CTPINKOH).

MepeppykoBaHo 3 JO3BONY

Kramer J, et al. Am J Cardiol. 2014;114(6):895-900.

60nboBI kpn3n'2

MposiBn 3 BOKyY LUNYHKOBO-

a-GAL A — a-ranaktosugasa A; GL-3 — rmo6otpiaosunuepamia; TKMIN — rineptpodiyHa kapgiomionartis; JILU — niBui wnyHovok; ML —
rinepTpodis niBoro wnyHouka; lyso-GL-3 — rmobotpiac3unncdiHroaviH; MPT — marHiTHO-pe3oHaHcHa Tomorpadis; ML — npaBuii LmyHOYOK.

*CiMEeNHWIN CKPUHIHT, NPOBEAEHMI LeHTpamMm Ni30COMHNX XBOPOO HaKoMUYEHHs, BUSBMB, LLIO B CEPEAHbOMY NPUHaAVMHI Y 5 YneHiB ciM’i giarHocToBaHO

XBopoby Pabpi nicnst noctaHoBkM AiarHo3y npobaHay.'®



YPAXEHHA CEPLUA € TONNIOBHOO NMPUYUHOKO CMEPTI
MALIEHTIB I3 XBOPOBOIO ®ABPI'

PO3MMAHLTE XBOPOBY ®AEPI Y CBOEMY AU®EPEHLIMHOMY AIATHO3I, KONWU'S:

KniHiuyHi nposBu:
"'KMIT HesicHoi eTionori Ta (abo) ML, ¢i6po3 Gi4HOT CTiHKK MIBOro WNyHOYKA, HU3bKi HAaTUBHI
3Ha4yeHHs T1, niaBULLEHWI piBEHb B/Y4-TPOMOHIHY 3a BiACYTHOCTI rocTpoi nogii'®'6

CimeHMn aHamMHe3:
Kapaiomionartisi, paHHil iHCynbT, panTtoBa cepLeBa CMepTb Ta HAPKOBA HeAoCTaTHICTL 'S

EKT:
Bbpaavkapgaisi, kopoTkuii iHTepean PR (Monoawun Bik), AB-6nokaga (cepueBi KniHiYHI NposiBv Ha
3-My gecaTuniTTi XXutTs), BonstaxHi kputepii ITILL, 3miHn cermeHTa ST, iHBepcia 3ybus T'21°

AKLLO BU BAYUTE KAPOIOMIOMATIHO HEACHOI ETIONOTI,

PO3MAHbLTE XBOPOBY ®ABPI*?, AK OOUH I3 MOXNUBUX OIACHO3IB. ¢

Kapaionorn maroTb iIHCTPYMEHTU ANA CKPUHIHIY, AiarHOCTUKKU Ta NiKyBaHHA xBopoou dabpi.

TECTYBAHHA € MNPOCTUM?'219:20

@ FKMM HescHoi OnAa BAWWUX NMALUIEHTIB
g 2 (200) Sl 3 XBOPOBOIO ®AEPI
5 CekBeHyBaHHs reHy GLA nposeaiTL
reHeTu1He BaxnuBoro MeToH

@ CekBeHyBaHHsA reHy GLA TecTyBaHHA 3a € ctabinizauis
s . AOMOMOrolo
= KiHku :.’,XCD MOXYTb MaT1 HopmasbHy a?o HU3bKY naHeni FKMM, nporpecyBaHHA
£ aKTUBHICTb _cbepmeHnB y nnaswi abo nevikouurax; SIKa BKNIOYAE FreH 3axXBOpPHOBAHHA. "?

TOMY ONnA NiATBEPAXKEeHHA AlarHO3Y Y XIHOK He06xm,He GLA.

cekBeHyBaHHS reHa GLA .

YpaxkeHHs1 cepLieBOI, HUPKOBOI Ta LiepebpoBacKySAPHOI CUCTEM MOXE MaTh HEDEe3MNeYHi ANns XUTTA HacnigkM. MoHITopyHr
navjeHTiB BiAMOBIAHO A0 onybnikoBaHWX pekoMeHaaLlin Woao fikyBaHHS Ta MeguyHoro Aocsiay nikapis. 2

XBopoOy Pabpi moxHa giarHocTyBaTn 3a

)) AONMOMOror MiHimMmarnibHO iHBa3aMBHOrO aHarniay,
BUKOHaAHOro 3a metoaoMm cyxoi nnamu Kposi (DBS)
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[13BiHKK 3rigHO 3 Tapudamu Baluoro onepaTtopa 3B’A3Ky.
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