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JIsBokamMepHaTa HEKOMITAKTHOCT € npu3Hara npe3 2006. kaTo caMoCTOsTeTHA HO30JIOTUYHA
equHMIA. T ¢ BpoJeHa KapHOMHONIATH W Ce XapaKTepu3upa ¢ "mopecta” Mopdoiorus Ha
JSIBOKAMEPHUST MHOKap]. HekoMmImakTHOCTa BKJIFOYBA MPEAMMHO JUCTATHUTE (AITMKAIHH)
YacTH Ha JIsiBaTa KaMepa ¢ JBJIOOKH HHTEPTpaOeKyJapHHU IPOCTPAHCTBA KOMYHHUKHPAIIU C
KaMepHa KyxuHa. Ts € TeHeTHYHO OOYCJIOBEHa W TPEJCTaBiIsIBa 3aJbp)KaHe B HOpMaJHATa
eMOproreHe3a Ha Tpolieca Ha YIUTbTHsABaHe Ha KamepHara cteHa. JIKHK moxxe ma Obae
M30JIMpaHa WK JIa € CBhp3aHa C IPyTy BPOJICHU aHOMAJIMU Ha ChpIieTo [1].
BepositHo uyectorara wa JIKHK € mo-BHCOKa OTKOJKOTO C€ € CMSTalO0 JIOCKOPO.
Exokapauorpagusita € OCHOBEH JTHArHOCTUYCH METOJ M MO3HABAHETO HA Ta3W aHOMAJIHS OT
exorpaducTuTe OW IO3BOJIMIIO YTOYHSBAaHE Ha YeCTOTaTa, MUATHOCTUYHHUTE KPUTCPHH H
porHo3aTa Ha 3a00JaBaHeTo[2].
Pasrienanm ca enmuaeMHONIOTHYHH, €THOMATOTCHETHYHH, MOP(OIOTHYHH, KIMHUYHA U
JIMAarHOCTUYHU TPoOJIeMHU Ha 3a00JIIBaHETO.
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Summary

Left ventricular noncompaction(LVNC) has been rdlyeacknowledged and recognized as
rare congenital cardiomyopathy, which characterizéh a spongiform morphology of the
left ventricular myocard. The noncompatibility indes mainly the distal(apical) sections of
the left chamber with deep intratrabecular spacesncunicating with the ventricular
chamber. This abnormality is a genetically predeieed failure in myocardial development
during embryogenesis, represented with retentioih@ihormal process of compaction of the
left ventricular wall. LVNC can be observed as solated condition or may be represented
together with other congenital abnormalities of lileart.

LVNC is more common than it was considered umglently. The EchoCG evaluation is the
basic, screening diagnostical method and the rewognof this abnormality by the
physitians, practicing EchoCG would allow for fuethmore accurate definition of the
frequency, diagnostic criteria and prognosis ofdisease.

This review contains epidemiological, ethiopathuge, morphological, clinical and
diagnostic aspects of the disease.
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BLBenenue
Or 1996. C30 mo moknmax Ha MexayHapodHOTO o0O0IIecTBO MW deaeparnusata IO
KapIUOJIOTUST Pa3NIeNIAT THhPBUYHATE KapJUOMUIATHA B TET TPYHH XUNEPTPOPUIHH,
JMJIATaTHBHU, PECTPUKTUBHH, ISCHOKaMepHa apuTMoreHHa u Heompezaeienn KMII[3]. B
rpynara Ha HEONpeJesIeHUTe KapAHMOMHUONATUM € BKIIIOYeHAa HEeKOMIIAKTHATa JisiBa Kamepa.
Hapuyana e ome TpabekynapusupaHa JsgBa KamMepa HJIM CIIOHTHO3HA KapIUOMHUOIATHSI.
[TaTomopdonoruunus cyocTpar Ha Ta3u CpaBHUTEITHO HOBA KJIMHUYHA €MHUIIA € OIMCaHa 3a
nbpBH O6T 0T Dusek Ju cvrp. 1975, a mppBara exokapauorpadcka quarHosa e mocraBeHa
or Engberding Ru cbrp. mpe3 1984. [42]. IIpe3 1990r. Chin TK u ¢bsTp. myOnukyBar
IbpBaTa cepHsi OT oceM HabmogaBanu 6oiaHM 1 u3nomsar Tepmuna JIKHK. Crnen 6mu3o 20r.
Ha HarpynBaHe Ha Hayyau ganau npe3 2006. JIKHK e mpusnara 3a camoctosTenHa
remetnuHo oOycimoBeHa KMII[1][durypal]. Ho Bce omie octaBar CHOpPHH BBIPOCH IO
OTHOIIIEHHE Ha €THOJIOTHs, YECTOTA, MATOTeHe3a, TUAarHOCTHKA U TTOBEJICHHE.
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@urypa-1 Knacudukanus Ha MbpBUYHUTE KapIAUOMUOIIATUI

Enunemuosiorus

JIKHK e psako 3abonsBane, cmsita ce ve ce cpema oT 0, 05 g0 0, 24% rogumHo mpu
exokapaunorpadcku u3cnensanus [4]. Mankust Opoit Ha JOKIaBaHUTE CIy4aH, c€ IbDKU Ha
JMIIcaTa Ha TOJIEMHU MPOYYBAaHUS Ha HACEJIEHUETO, a JOKAa3BAaHETO W CTaBa CIIy4allHO WIIH Ce
OTKpHWBa TpHU MAIMEHTH, CTpajalld OT HampeIHala ChbpAeYHA HEJOCTATHUHOCT. E€pPOSITHO
yecrorata Ha 3a00JsIBAHETO € TI0-BUCOKA W 1€ HapacTBa C MOBHWINABAHETO Ha
OCBEJIOMEHOCTTa Ha KapHOJIO3UTe M HM3IOJI3BAaHETO Ha exorpadcka TeXHUWKa C MO-BHUCOKa
paszenuTeaHa ClIoCOOHOCT.

[Tono6Ha e O6una u cutyanusra ¢ xuneprpopuunara kapanomuonatus(XKII) 3a kosTo ce e
CMSTAJIO Ye € PAAKO 3a00JsBaHe a moHacroieM yectotara u e 2 Ha 1000. [1]
Etnonarorenesa

B nHavamoTo Ha eMOpHOHATHUS TIEPHO]T YOBEIITKOTO CHPIIE € MOA00HO0 Ha T'b0a U ce ChCTOH OT
Mpeka TOpecTH TMperUieTeHd MYCKYJTHU BllakHa u Tpabekynu. KpbBTa ce gocTaBs Ha
MHOKap/a MEKIy TpabeKylIuTe KakTo ce HaOJrofaBa HpU HIKOW JKUBOTHH/HE Oo3aiHMIH/.
ToBa mo3BoysiBa HapacTBaHe HAa MHOKapJHaTa Maca IpU JIUICAa Ha pa3BUTa KOpOHApHA
cucrema.



JIKHK mnpencraBisiBaT MpeKbCcBaHE Ha BBHTPEYTPOOHMS €HIOMUOKApJeH MOp(oreHeTndeH
IIpoIiec Ha YIUIbTHSBAHE Ha KaMepHara creHa. 103M mpoliec 3arouBa BbB BTOPUST Mecel] OT
eMOproHanHusL JKUBOT. CBOOOIHO TMpEIMJETEeHUTe MYCKYJHH BJaKHA IIOCTEIIEHHO Ce
YILTBTHABAT OT €MMKap/a KbM €HJI0KapJa U OT OCHOBaTa KbM Bbpxa. ToBa cTaBa ycIOpeaHo C
pa3BUTHETO HA KOpOHapHara cucrema. B 3psuiata, HopMmanHara JsiBa Kamepa MMa caMmo
HSIKOJIKO OCTaTh4yHa TpaOeKyau cyOeHIOKapaHO, OOMKHOBEHO T€ ca TOBeYe B JscCHATa
kamepa[5]. Texectra Ha (eHOTHIIA 3aBUCH OT BPEMETO Ha MpPEKbhCBaHE HAa MOpQoreHes3ara,
ThH KaTo yIUIbTHSIBAHETO MIPUKIIIOYBA BHB BETPELIHUS CJI0H Ha KaMEPHUs BPbX, TO3H CEIMEHT
e no npuniun anraxupad npu JIKHK. BeamoxHo € BbpXbT Aa 0b/1e Jieko TpadeKynapu3upan
U B HOPMAJIHO ChpIIE A0 TpH TpaOeKyJId HE CE CUMTAT 3a ATOJIOTHUSI.

Que. 2-cvpye 6 Hopmanna 3a gazama cu Ha pazeumue vbecma CMPYKMypd KOSMO
n0360.186a MpabeKyIapu3upanama MycKyiamypa o0a noiyuasa Xpawewe om KYXUHAM Hd
Kamepama, nopaou Iunca Ha pa3euma KOPOHApHa apmepuanid cucmemd.

ToyHHAT MeXaHW3bM, KOWTO BOIM JIO0 apecTa Ha YIUTHTHSIBAHETO HE € siceH, HaOIoaBar ce
KakTo (paMIIHU Taka U cropaanyHu ¢opmu Ha Oosiecta. GamMIIIHUTE Cllyyan IpeicTaBisiBaT
moutr g0 50% oT ciaydanTe B paznuuHUATE NyOauKamuu. B moBeweTo OT Te3wW ciaydau
IpeJaBaHeTO € aBTO30MHO JIOMMHAHTHO X-CBBP3aHO WM MUTOXOHJPUAIIHO IIpeIaBaHo.
[IpenBaputennn mo3Hanus B reHetuyHaTa ocHoBa Ha JIKHK wmaBat ot mpoyuBanmsi Ha
cuapoma Ha bapr, xommiuekc X-cBbp3aHO 3a0o0iiiBaHE M C€  XapaKTepu3upa C
kapauomuonarus wim JIKHK, HUCBK phCT, cKeleTHaA MHONATHS, ITUKIMYHA HEYTPOIICHUS,
HapyleHus: Ha MeTabojM3Ma Ha XOJIeCTepoja, MHUTOXOHJApHATHAa AaHOMAIMHM, JIAaKTaTHA
arumo3a W anmaypus. llpm  3acermatuTe MomueTa OOWKHOBEHO WMa ChpjAeYHA
HE/I0CTaThUYHOCT M CEINICHC B paHHA JIETCKa Bb3pacT.

IIpe3 1996r. Bionewu cwrp. [7] uaentudunupanu mytanuu B reda G4. 5B aucranHarta 4act
Ha X(28 karo nmpuunHa 3a cuHapoma Ha bapt. Bleyl u cprp. [8] B mocnencTBre mokassar, e
texxka X-cebp3ana JIKHK ¢ magasio B HeoHaTagHUs MEpHOJa € ChueTaHa ChC CHHAPOM Ha
bapr. B G4. Srena ce koaupa €HO ceMelCTBO OT IPOTEHHH, H3BecTHH Kato tafazzinsxonto
ce HamMHpaT TIJIABHO B CBHPIETO H MYCKYJIHHTE KIJIETKH, Ce€ TMpeanoyiara 4Ye WMa
anmnTpancpepasHa (yHKnus B paMkuTe Ha MuToxoHapuute. Ichida um cerp. [9]
BIIOCJIC/ICTBHEC YCTAaHOBHXA NpUYMHUTENS MyTtamus B o-dystrobrevin B smoHCKOTO
umnepatopcko cemeiictBo ¢ LVNC BBB Bpb3ka ¢ BpOJEHHM aHOMAJIMHM Bapupamqd OT
MEPCUCTHpAINl TYKTYC apTepruo3yc, NeeKT Ha MEeXIy KamepHara mperpana, aedektn u
XHIOIUTa3Msl Ha JisgBaTa Kamepa. Auda-dystrobrevin e xomnonent Ha auctpoduHa,
TITAKOTIPOTENHOB KOMILJIEKC, KOHTO CBBp3Ba IIMTOCKENETa Ha ChPJCYHHUTE MHUOIUTH W Ha
U3BBHKJICThYHATA MaTpuIia[18]

3amecena B JBe (aMIITHU JUJIATaTUBHU Kapanomuonartuu u n3ommpana JIKHK e myramus B
reHa komupaml Z-nuaiiHUS nporenH Caiipbp/ZASP/. Toit ce oTkpuBa B ChpledHaTa u
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CKeJIeTHaTa MYCKyJlaTypa W W3TJIeXJa Hrpae polii B HU3TPAKIAHETO HA CAPKOMEpPHUs
muTockeser. Jlokasan B 6% ot cepus or 10060 Watau cstp[11].

Klaassen cbTp. onmcBaT MyTaliii B TeHa KOJAMpAII Te)KKa BepUra Ha MUO3MHA W TPOIIOHUH
T npwm nanmeHTH ¢ TeBOKaMepHa HEKOMITAKTHOCT. [1o paHO TaknBa MyTaIui B CApKOMEpPHHUTE
TeHH ca CBbp3BaHM W3KMOUMTeTHO ¢ pa3Butueto Ha XKII w  mgumaratuBHa
kapauomuomnartusa(JJKIT)[20 30].

IMaTomopdosrorus
[Taromopdororust Ha OosiecTa BKJIIOYBA TMAKETH OT CBOOOJHO OpTaHW3UpPAHW MHOIHTH,
OTHHUIN]Aa HA HMCXEMUYHA HEKpOo3a B paMKHUTe Ha CyOeHIOKapJHUS CJOW, KOMIIEHCAaTOpHA
XUMepTpodus Ha MUOIIMTUTE JIPYyTaje, TpabeKymapu3arys, eHaokapaHa puopo3a ¢ oTmaraHus
Ha enmactuH [12, 13]. B cepus Ha ayromcupanu mnaruentd ¢ JIKHK ca naGmonaBar
Mexaykamepan aepextu[4, 14], anomanuu Ha OenoapobOuute Benm [1, 14], kopoHapHa
octuaiiHa creHosa [1, 14] ,MHoroknanHa auciuiazus[2, 14], mynmonanHa creno3a[14] ocBen
tnmaHoto JIK 3acsrane mMa ommcaHW cilydaw Ha JBYKaMEpPHO M YHCTO JIICHOKaMepHa
nokaim3anus. [26, 27].

IMaTodusuororus
Ucxemusta wurpae BaxxkHa poisisi B mnaroreHe3ara Ha JIKHK. SapenHo wmarHuTHus
pesonanc(SIMP) u tanuii cuuHTHrpadusTa J0Ka3BaT CyOEHIOKAPIAHN M TPAHCMYPATHH 30HU
Ha ucxemus. CyOenuKapIHUTE KOPOHAPHHU CHIOBE ca HOPMAIHH HO MOpajdl HEJOpa3BUTHE
WA HE3PSUTOCT Ha MUKPOIUPKYJIATOPHO HUBO CHINECTBYBaA KopoHapeH aepurut[16-17]. PET
€ TMoKa3all Ta3u MUKPOIUPKYIaTOpHA AUCYHKIIHS, KOSTO CHINECTBYBA U B 30HH O€3 BHIUMA
nexkommaktHoct[4, 19]. Bee ormme € cropHo 1anu HeI0pa3BUTHETO HO HA MUKPOIIUPKYJIAIUsATa
BOJM JIO MPEKhCBAaHE B KaMEPHOTO YILUTTHSBAHE WM apecta B eMOpuoreHe3ata BOAH JIO
KaMISIPHO MYCKYJTHOTO HECHOTBETCTBUE M MHUKPOLUPKYJIATOpHUS neduuut. [35]
MukpoBackylapHo OO0yCJIOBeHAaTa XpOHHMYHATa HWCXEMHs, 3aeJHO C IOCTEIIEHHOTO
pa3BuBaIIaTa ce MHUOIMTHA HEKpo3a W (GuOpo3a, ONpeNeNsaT Pa3BUTHETO Ha CHCTOIHOTO
yBpeXJaHe, KapJuoMeraiusra u ca MopdoJoruueH cyoctpar 3a aputmus. [[macronna
TUCYHKITUS € HeoTMeHHa JacT oT nartodmsuonorusata Ha CH u e cBbp3aHa ¢ mpekoMepHaTa
TpabeKysapu3aius, ucxemusta u pudposzara. Oechslinu ap. [5] crobimaBaT 3a peCTpUKTHBHA
tan Ha qucyHkims B 35%ot Be3pactauTe ¢ JIKHK.

Kinanyna kapTuHA U J1eYeHne.

Tpute naii-uectute ximHUYHHA TposiBu Ha oTaenHu JIKHK ca chpmeuna HemocrarpyHOCT,
aputMu# (IpeAckpIHA W/WIM KaMepHa), ¥ TPOMOOEMOOJIUYHU CHOUTHUS(BKIFOUUTEIIHO
MO3BYHOCHJOBH HWHITUICHTH, TPEXOJHU HWCXEMUYHH arakd, OeloJpoOHa eMOous u
Me3eHTepuainu uHpapkth). [21, 22, 23, 24]

B nmerctBOTO GONECcTAa MOXKE J1a ce MPOSBH KaTo (aTajeH XHUIpOoIC Ha IUI0/a, HeOHATallHA
ChpJIeYHa HEJIOCTATHYHOCT WJIM KaMEpHO MBXKJICHE, KOETO MOXE Jia C€ JUTHOCTHIMpA KaTo
CHHIpPOM Ha BHe3amHa gercka cMbpT. [39]. Ilpm nmema ce HabmogaBar guCMOpOHUUHH
CUMIITOMH XapaKTepU3UpAIlld C€ C M3MAKHAIO0 Yelo, CTPaOM3bM, HHCKO MOCTABEHH YIIH U
BHCOKO U3BUTO HEOIIET M MUKPOTHATHSI.

B perpocnextuBen nperien va 36 jgena ¢ LVNC Pignatelliu ap. [28] noxnansanu 14%
CMBPTHOCT IO BpeMe Ha 5-6 roJiHu mepro;] Ha Mpocie/isiBaHe, ¢ MPEXOTHO BH3CTAHOBSBAHE
Ha (YHKIHUATA, TTOCIIEABAHO OT MO-KHCHO BiommaBane(cpenHo cien mect roaunaun) [29, 30, 31,
32]

CopieyHa HeJOCTAaTHYHOCT, C€ Cpellar B okoJo 65% oT manueHTuTe, TS TpsOBa aa Oble
JIeKyBaHa CIlope/l IPUeTUTE 3a TOBa CTaHIApTH. B pedpakTepHH cirydan MOXKe Ja ce N3BhPIIH
ChpJIeYHA TPAHCIIJIAHTAIIHS.

[Ipencepanu aputmun ce HaOmoaaBaT B 25%0T MalMeHTHTE , TJIABHO MPEACHPIHO MBXKJICHE
W3HCKBAIIO TPoQUIaKTHYHA IEpOpaTHA AHTUKOATYJIaIHsl.
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Kamepuu aputmum ca uvectu B 45% oT mammenturte, mpH perucTpaiuss Ha apuTMHH
JIeUeHHETO ¢ OeTa-0JoKepr W/WIKM aMHOJapoH MOXe Ja € goctaTbuHo. Kapaumoseprep
nedudbpunaTop cieqBa Jia ce mpuiara Npu NalMeHTH TPOAbDKATETHH KaMEepHH TaXUKapIvuH,
cunakorm win OU < 35%3a nmpenoTBparsBaHe Ha BHE3AIMHA ChpPJIEYHA CMBPT.

TpomboembonmunuTe ycnoxxkHeHuss ce cpem@ar B 30% OT mMmanMeHTUTE W HW3UCKBAT
aHTHKOAryJIaHTHO JiedeHne. llpenpasnonaramure QakTopu 3a TpomboemOonu3Ma ca
‘Hanmmuneto Ha [IM, kapamomeranmusita cbCc 3acTOM Ha KPBB B CBHPIETO M B pPa3IIUPEHH
JBIIOOKH MEXTyTpaOeKyIapHU POCTPaHCTBA. EMH mparMaTHyeH mMoax0.1 MOXe J1a BKIFOYBA
AQHTHKOAryJIallisl Ha TAIlMeHTH ¢ KaMepHa JWiaralus W/WIM 3HAYUTEIIHA CHCTOJIHOTO
yBpexnaHe. ViMa mo-Maiko JoKa3aTelcTBa B TOJKpeNa Ha pPYTHHHA aHTHKOAryJIaHTHA
Tepamnus 3a ACHMITOMATUYHY MAIIMEHTH C HOpMalTHA KamepHa (GyHKIus u mrnca Ha [IM.
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Que. 4 cowuam JIK mpomb-nanpeuen cpe3

Que. S5-cekyuoHna Haxooxa npu mo3u O0JIeH. Duz. 6- p0M6 6 JIK.

JIK u JIK évpxoea mpombo3sa

KpuTepuy 3a JHATHOCTHKA

Exokapamorpadusta € OCHOBEH W Hal-JOCTBIIEH JUArHOCTUYECH METOJ, TEXHOJOTUYHOTO H
pa3BUTHE C TOsBaTa Ha amapaTd C BHCOKa pa3JIeIUTEIHA CIOCOOHOCT, BBBEXKIAHETO Ha
KOHTPACTUTE TIO3BOJISBAT J]a C€ PETHCTPUpPA BCe MO-UeCTO Tazu Kapauomuonatus. Onucpar ce
TPHY TIOIX0/1a 3a exorpad)cka Iuaruosa:

Chin u cbrp. onpenensat [4]ngaBokamepHaTa HEKOMITAKTHOCT INPH HAJIUYUE Ha:JBYCIOCH
Muokap, otHomenneto Ha X/Y< 0, 5B mapacrepHajeH HampeueH Cpe3 TeJeAUacTONHO,



KbJeTO0 X € Pa3CTOSHHETO MEXIy €HJO0 W elNHKapJHaTa MOBbPXHOCT Ha Hai-HUCKUTE
TpabeKylapHu CTPyKTypa a Y € TOBa pa3CTOSHUE Ha Hali-BHCOKUTE TPaOEKyIIH.

Stollbergeru cwvrp. ompenenat[34]JIKHK ot exokapaworpadcko u3o0pakeHHE B eJIHA
n3o0pa3siBaHa paBHMHA C TMOBeYe OT 3 TpabeKyi W W3JaJeHH OT anuKajdHa YacTh Ha
JeBOKaMepHaTa CTeHa, UMallh eHA M ChIa €XOTeHHOCTTa KaKTO MHOKap/a W Ce JIBHKAT
CHHXPOHHO C KaMepHH CBKpalleHds, a MeXayTpadeKyJlapHuTe IPOCTPaHCTBA ca
nepdy3upanu OT KaMepHa KyxXuHa MpHu U3cJe/IBaHe C IIBETCH JOTLIEP.

Hait-mmomynsipen u miutupan e npeaioxenns or R Jennii cstp. [36]mMeron BKIrOUBA:

1. Peructpanust B mapacTepHaajiHa KbCa OC Ha JIBAa MHUOKApJHH CJIOSI, KOMIAKTEH THHBK
eNMKapIHO PA3MOIOKEH W eIWH MHOTO TO-7e0ell HEKOMITAaKTeH eHJIOKapIHO pPa3IoJIOKEH,
CHOTHOIIICHUETO B Kpasi Ha CUCTOJIaTa MEXIY TAX ¢ Hax 2/1 B mo3a Ha HEKOMITaKTHATa YacT,
pH jiena ToBa otHomenue ¢ Hag 1. 4/1.

- e

Due16- omuowerue mexHcoy HeKOMNAKmMeH U Due. 8 exoxapouocpagus ¢ npuniodicen
komnaxmen muoxapo. [33] KOHmMpacm

2. TpabekynapHa Mpexa C IBJIOOKH €HJIOMHUOKApJIHU IPOCTPAHCTBa C IMpeoOiagaBaria

JIOKaJIn3alrd Ha MaToJIOTHuATa alluKaJIHO, JOJIHO WA JIaTCpaIHO JO0 CPECAHUTC CCIMCHTU Ha
JIK.

Que. 9 u 10-cepvxmpabexynupane Ha 6vpxa u iamepanna cmena Ha JIK.

3. [IBeTen momuiep J0Ka3Balll Bph3Kara Ha JISBOKAMepHaTa KyXWHA M MHTEPTpabeKyIapHUTE
npocTpaHcTBa. JIMIICBAa KOHTAKT MEXy KOpOHapHATa MHUPKYJIAIHsS U WHTEPTPaOeKyIapHUTE
MPOCTPAHCTBA.



4. CpIrbCTBAIIN JPYTU CHPJICYHH aHOMAIUH.
OT HSAKOM aBTOPHU CE M3IOJI3Ba 3a JMArHO3a M JeTbT Ha ydacTHe Ha KamepHarta cTeHa (Haj
50%) mpu onpenessiaero Ha JIKHK.

Brrnpekn ue exokapauorpadusiTa e, 3J1aTeH cTaHaapT MOCTaBsIHE Ha JUAarHO3a, Bb3MOXKHH ca
U TpobleMH B JMArHOCTUKATa MPOU3THYAINM OT:AedUHUIMATA Ha abHOpMHATa
Tpabekynapu3aius, n30opa Ha paBHHHATA Ha exorpadcko m3ciensaHe, n3dopa Ha ¢a3aTa Ha
CBhPJICYHHUS IUKBI ¥ CyOSKTUBHOCTTA Ha HIKOW MPEIJIOKEHUTE KPUTEPHH.

Baxxno 3a MeTojukara € W HAJIMYMETO HA JOCTAaThYHO J0O0BpP aKyCTHYEH IMPO30pel] MpH
HaleHTa ¥ He Ha IOCIEAHO MsCTO OT 3HAueHHWEe ca M KadyecTBaTa Ha U3IOJI3BaHATa
amapatypa. [15]OT apyra cTpaHa H3MOJI3BAHETO HA WHTPABEHO3HU €XOKOHTPACTHH BEINECTBA
MO3Ke€ J]a TOJJ00pH TUArHOCTHYHUTE BH3MOKHOCTH Ha METOIUKATa

SInpeHHOMATHUTEH pe30HAHC

3HauUUTENIHO BHUMaHWEe ce (OoKycwpa BBpPXY pojsTa Ha ChpaedHo-chiaoBus AMP mpu
nuarHocturnupaneto Ha JIKHK. Toii He e orpanmyueH oT aKyCTHYHHsS MPO30OpEI] MMa II0
rojsiMa MpPOCTPAaHCTBEHA PE30JIIOLUS M € C JONBJIHMUTENHA I0J3a 3a BH3yalu3alus Ha
obnactute Ha WH(papkTHaTa (GUOpo3a Ciiell NMpHJIaraHe Ha TaJoJMHHA. MHOro mo0pe ce
JIOKa3BaT MHTpaKaBUTapHUTE TpoMO03u. [37, 38, 43]

Que. 11-AMP npu 30pas, XKMII, IKMII | Due. 12-AMP na cemeiicmeo ¢ JIKHK -I.1-6awa
u JIKHK] 38] ¢ JIKHK, I. 2-maiika ¢ nopmanen oopas, 1.3 u
I:40eya ¢ JIKHK] 44]

EKT -uecto cpemarmute ce EKIT mpomenn He ca cnenmuduyHM ¥ BKIIIOYBAT NMPH3HAIKA Ha
JIByKaMepHa XunepTpodus, yBennueH BoaTax Ha QRS,u3onmupanyu unm qudy3HN HEraTUBHA
T Bbaau, WPW cungpoMm ¢ wim 6€3 HagkaMepHH TaXWKapJWH, KaKTO W Ppa3HOOOpa3HU
MPOBOIHYA aHOMAJIUU BKIIFOUUTEIHO O€JIpeHHU OJIOKOBE.

Cuunturpadpus ¢ Tammii-paskpuBa xunomnepdy3upanu oOmacTd B JissBaTa Kamepa ,
CHOTBETCTBAIIM HA 30HUTE, B KOUTO MMa KaMEPHAHEKOMITAaKTHOCT Ha MHOKapa. [43]
ChbpaeyHa KaTeTepu3alUs-MOXe J1a JOKaXe Jerpecus Ha JeBOKaMepHa CHCTOJHA
(GYHKIUS, TTOBUIIICHO TEJIEeIUACTONHO HANSITraHe B JisiBaTa KaMmepa, 0emoapoOHa XUTIEPTOHUS
IIPOMEHH B JIECBOKAMEPHHUTE OOEMH.

BenTpukyorpagus-nemMoncTprpa rb00moJ00HUS Ha BUI Ha KaMepHaTa CTeHa 110 BpeMe Ha
JacTolTHATa W MapKHpa 3ama3BaHe Ha KOHTPACTHO BEIIECTBO B MEXIyTpaOeKyJTapHUTE
MpOCTpaHCTBA IO BpeMe Ha cucToiHara (aza. B jmonbiHeHue ce BHU3yalIu3upa
XHUIIOKAHE3UATA Ha HEKOMIIAKTHAaTa KaMepHa creHa. [43]

KAT-uma manko wHpopManus 3a MpHIATaHETO MY pPYTHHHO, HO H3CIEJIBAHETO HMa
3HAYHUTEJICH JUarHOCTHYCH MOTEHINAJ IIPH M3BECTHO JTHYEBO HATOBApBaHE.
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Que. 13-JIK senmuxynocpagusi| 46] Que. 14-KAT-mynmunnan pexoncmpyKyust:
npexomepra mpabexynapuzayus 6 JIK, kakmo u
6 anuxanna paiiona na JJK[45] .

Ennomuokapana  OHoNCHsSI-CHIIOMHOKapaHa OHWOIICHS TOKa3Ba IHpOKa rama oOT
uHTepcTUIMaNHa GuOpo3a, eHJOMUOKapAHA CI'bCTABaHE M cyOeHokap/Ha (udpoenacrosa,
MHUOIIMTHA XUIIEPTPOHst U HHTpaMypaiHu Tpombo3a. [43]
I'eneTn4yHH W3caeIBAHUSA-TEHETUYHN W3CJIE/IBAHUS 332 M3BECTHU MYTallMH MOXE Jla Jaaatr
JOMTBJIHATEIIHA  JaHHM Kakto u wm3cineaBanus 3a 0. 3methylgluconic amunypus wu
HEYTpOIIeHHs, KOUTO ce HaOiromaBaHa Hpu cuHapoMma Ha Barths.buomncus Ha ckenernara
MycKyJaTypa MOXe Ja TMpeJICTaBH JOoKa3aTelIcTBa 3a W3KIIOYBAHETO Ha  HIKOH
KapJAMOMHUOTIATHH TIPH MYCKYJIHU JUCTPOPUH.
JAndepennuanna quaraosa
JIKHK ne OuBa ga ce Obpka ¢ HOPMAJIHHUTE 3a CHPIIETO JITBOKAMEPHHU TPaOeKyJd, HATHIHUETO
Ha JI0 TpU TpabeKysH € BapuaHT Ha HOpMaTa.
Jlpyru OoilecTH KOMUTO MOTar Ja BIs3aT B MUGEPEHINATHO JUArHOCTHYHO OTHOINEHHE ca
anukanHa gopma Ha XKMII, IKMII, aputmorenna ascHokaMmepa AMCIUIa3Hs, €HI0KapIHa
¢ubpoernacrosa, MeTacTa3u B ChpPJICYHATE CTEHHU.
[Ipu oOy4enu exorpaducTH pasmoJyiaraiid ¢ amaparypa OT CpeleH Kjac MOXe Ja OCHUTYypH
JIuarHo3a B moBedyeTo ciydad. SAMP Moxke cbIo aa npenoctaBd JONBIHUTENHA W HA
MOMEHTH pelllaBalia nHpopMalus, KoraTo AdarHo3aTa He € CUTypHa OT exoKkapauorpadusra.
IIporuo3za
[IppBoHavasiHuTe TpoyuBaHus Ha Bb3pacTHU ¢ wu3oiaupanu JIKHK ca mnokazamm noma
nporuosza. Oechslinu cprp. [33] npocnexkTuBHO pr 34 BB3pacTHH 3a CpeaHO mepuon ot 44
Mecena goknaasan 35% cmbpTHOCT. B 50%0T cityuanTte ce e kacaeno 3a BHe3alHa Chp/euHa
CMBpPT. Jlpyru IpHYMHM ca KpaeH CTaauil Ha ChpJedHa HEeAOCTATHYHOCT, TPOMOOEMOOINIHA
UHIMJICHTH, a Ipyru yetupuma mnaiueHTn (129%),moaoxkeHu Ha ChpieuHa TPaHCILIAaHTAITHS.
[Tocnennute mpoyuBaHus CHOOIABAT 3a MO-100pH pe3ynraru, npexussemoct oT 60 10 95%.
3a MmepuoJi OT 4eTupu roauHu. [IpenukTopu 3a BHUCOKA CTENEH HA PUCK OT CMBPT ca IIo-
BHCOKH JIeBOKaMepHHU TeneauactosHoto pasmepu, CH ¢ kmaclll-IV moNYHA, mocrosaHO
peIchpIHO MBXAeHe U OenpeH Omok. ToBa o0ade He o3Ha4aBa, ye Bcuuku ciydad Ha LVNC
ca ¢ eJHakBO Jjoma mporHo3a. Muoro ot maruentute ¢ acumnrtomHa JIKHK wu pano
[IOCTaBeHa JMarHo3a MOrar Jia JKHBesT ¢ JoOpo KauecTBO Ha JKMBOT 3a roauHu. Jlocera
MPOYYBAHHSATA 32 TPOIBDKUTEITHOCTA HA JKHBOTa OOMKHOBEHHO ca JOMUHHUPAHH OT CIy4au C
TeXXKa KIMHUYHA MPOsiBa ¢ KOETO ce OO0SCHSBA M HHCKAaTa MPOABDKUTETHOCT HA KMUBOTA HA
OOJIHUTE B THX.
3akiao4eHue




JIKHK e HOBa reHeTM4HO JeTepMUHHpaHa KapAWOMHOIIATHs, BBIIPEKM HaOpaHaTa Jocera
uH(pOpMaNHs BKIFOYUTETHO U ¢ HA-MOJEPHN TEXHOJIOTUHM MMa PeAnIia He3BECTHH B HeliHaTa
€THOJIOTHS], IaTOTEHe3a, YecToTa U KIMHWYeHOo nportudaHe. [loznaBanero Ha tazu KMII or
[OBEYE KapIMOJ03U W 0COOEHO OT exorpaducTH Ime MO3BOJIM Ja C€ YTOYHH peajHaTa |
4eCTOTa, X0/ ¥ IIPOrHO3a.
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