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MN31OJI3BAHU CBKPAILIEHU A

2D — nBypasmepHa

ACE — aHTHOTEH3WH KOHBEPTHPAII CH3UM
AH — aprepunanao HasITaHe

APB — aHTHOTEH3UH pelenTopeH OJIoKep
AX — aprepuanHa XUIEPTOHUS

A-V 010K — aTpHOBEHTPHKYIapeH OJI0K
BMJI- IIporpecuBna MmyckyiaHa auctpodus Tum bexep
Jbb — necen 6eapen 0110k

K — nscna kamepa

JKMII — IunaTaTuBHA KapAUOMHOIIATHUS
AM- JluctanHu MUOTIaTUA

JAMJI- ITporpecuBHa MyckymnHa auctpodus tun omen
A1 — nsacHo npeabpaue

EKT - enexrpokapauorpadust

E®U — enexTpou3noNI0ruiaHO N3CIEABAHE
ExoKI'- exokapanorpadus

3CJIK — 3aana crena Ha JIK

HBC — McxemuuHa 00J1€CT Ha ChPIIETO
JIBb — nsB Genpen G110k

JIK — nsiBa xamepa

JIIT — nsBO mpeabpaue

JI3XDB — 4B 3a1eH XeMUOJIOK

JIIIXB — ns1B pesieH xeMuOI0K

M/I- Muoronu4Ha tuctpodust

MM- MUTOXOHIpHAJIH MUOIIATUU

MPT- MarHuTHOpE30HAaHCHA TOMOTpa(us
HM3 — HeBpo-MyCKyTHU 3a00IBaHIS
INKM/] — INosic-kpaitHUK MyCKYyJTHU TUCTPOGUHU
I[IM/I- IIporpecuBHa MycKyiiHa TUCTPOGUS
CH — cppreyHa HEIOCTAaTBYHOCT

CY — cepneuna gectoTa

THO — tenenuacTonen ooem

TP — Teneaunactonex pazmep



TCO — renecucronen obem

TCP — Tenecucronex pazmep

TTE — tpancropakanna ExoKI'

TTP - TpancTupeTux

OAII — GamuiiHa aMUIIOUIHA TIOJTMHEBPOTIATUS
®EOL1- popcupan ekciupaTopeH ooem

OU — dpakimsa Ha U3TIIACKBAHE

OC — dpakius Ha CKBCABAHE

OCXM/J] — darnmo-cranyao-xyMepaiHa MyCKyTHa TUCTPOQUSL
®BK- ¢opcupan BUTaNeH KanayuTeT

1Q- KoedureHT Ha HHTEIUTEHTHOCT

NYHA — Hroliopkcka cChp/iedHa acomuaIus

PW Doppler — ysicor Jorutep

CW Doppler — venpexbcnar Jlormep

TDI — tpkanen Jlomrep

TOL- Tower of London

DT — Bpeme Ha aenenepaius

FAC — fractional area contraction

IVRT — Bpeme Ha N30BOIyMETpHYHA PEaKcaIHsl
MDPK — muotonn4Ha aucTpodus — MpOTEenH KHHA3a
TAPSE — cucrtonHO IBWXeHHE Ha paBHMHATA Ha TPHUKYCIUIATHUS
aHyIyC



BBBEJEHUE

Hacnencteenute HEBpOMYyCKylnHH 3a00NsiBaHMA ca  pPEAKH,
WHBAITUIN3UPALIH 3a00JISIBAHUS, KOUTO 3acsArar neprudepHuTe HEpBH U
Myckymute. [lpu TonmsiMa 4yacT OT MYCKYIHHTE JUCTPOPHU U TNpH
HSIKOM OT TIOJIMHEBPOTIATUHUTE ce HAOII01aBa ChbpACYHO 3acsraHe.

Myckynaute nuctpodun oOxBamaT rpyma oT Hax 50 pa3nuyan
3a00JIsIBaHUS, KOUTO C€ TIPEIU3BUKBAT OT MyTAI[UH B PA3IIHYHU ICHU U
BOJAT 10 M3siBa Ha maTtonorudeH ¢genorun. Onucanu ca X-cBbp3aHy,
aBTO30MHO-JOMUHAHTHU u aBTO30MHO-PELIECUBHU hopmu.
MyckymHUTe AUCTPOPHU Ce IBIDKAT Ha 3acAraHeTO Ha IMUPOK
CIICKTBP 66HT’LHI/I, JIOKAJIM3UpPAaHU B PA3JIMYHU YaCTH U y4YaCTBaAlld B
HU3MBJIHCHUCTO Ha pPa3IndHU q)yHKHI/II/I Ha MYCKYJHOTO BJIaKHO.
Mpuo¢ubpure ce 3aMecTBaT OT MACTHA U ChEIUHHUTEIIHA THKAH, KOETO
HaMallsiBa TAXHATA Maca M NPUYMHSIBA MYCKYJIHA criabocT. ChIusT
mporec ce HaOmoJaBa W B MHUOLUTHTE, KIETKH W3rPaKIally
CBp/ICYHHUSI MYCKYJI, KOeTOo Boau 10 (hnubpo3a W HapyllleHa ChbpAeYHa
¢bynkums.  KiuHWYHATA  W3sBa € JWIATATHBHA,  MO-PSIKO

XunepTpopuvHa KApJUOMMOIIATUS C IPOsSABM HA ChpACYHA
HEJOCTATBYHOCT U PUTBMHO-IIPOBOJIHA HAPYILIEHUSI.
Or rpymara Ha  HacJEACTBEHHTE  HEBPONATHH,  IpHU

TPaHCTUPETWHOBaTa (paMMiiHA aMWIOMIHA TIIOJIMHEBPOIIATHA CE
Ha0JI0/1aBa MHOTO YE€CTO CHPJIEYHO 3acsiraHe. Ts e yacT oT rpymnara Ha
aMHJIOWZ03UTE, XapakTepU3Hpalld ce C oTIaraHe Ha ¢uoOpuIapeH
MPOTEUH B U3BBHKIETBYHOTO MPOCTPAHCTBO U CE U3ABABA ChC CEH30-
MOTOpHa TepudepHa MOIMHEBPONATHS, YECTO CBhC 3acsiraHe Ha
aBTOHOMHATa HepBHa cucreMa. KimHW4Hara u3sBa OT CTpaHa Ha
CBHpPLETO € PECTPUKTHBHA KapJUOMHONATHS, XapaKTepU3npama ce C
TEXKa JUacToHa JUCQYHKIMS M TPOSBM HA  ChbpjACYHA
HEZAOCTAaThYHOCT ¥ PUTHMHO-TIPOBOTHU HAPYIIICHHSL.

B boarapus He € NpOBEXJAHO CHUCTEMAaTUYHO M HACOUYEHO
W3CIEe/IBaHE HA CHhPACUHUTE YBPEKIAHMS NPH MALUEHTH C MYCKYJIHH
nctpodur U HeBpornaTui. Hkou OT TSX 3a IBPBU ITBT Ca OTKPHUTH U
onucaHu B bbarapus u 3a mbpBU BT CE ONPENENs TEXHUAT ChpACUEH
cTaryc.



1. IOEJ U 3AJAYHN
1.1.Hen
[a ce ycTaHOBM HaJIMYMETO, BHJA U TEXKECTTa Ha ChPACYHOTO

3acsraHe MpH MalMeHTH ChC CICIHUTE HEBPOMYCKYIJIHH 3200 IIBaHUA:

e JluctpodmHONATHH - POTPECHBHA MYCKYJIHA TUCTPO(HS THIT
Duchenne u tum Becker
Mmuotonnuna quctpodus tun 1 (Steinert)
Huctanan muonatuu
[Tosic-KkpaltHUK MYCKYJIHU TUCTPOOUHU
danynockaryaoxymepaiHa MycKyJiHa TUCTPOdus
MUTOXOHAPUATHNA MUOTIATHH
TpancTupeTHOBa (haMUITHA TOTUHEBPOTIATHS

1.2.3apaun

3a U3MBIIHEHUETO Ha Ta3U el CU IOCTaBUXME CJIICAHUTE 3aJa4u:
1. Jla ce HampaBu 3a1bJ00YEHa KIMHUYHA OIICHKA, Ype3 CHEMaHe Ha
noapoOHa aHaMHE3a M MBbJIeH (QU3UKAIEH CTaTyC Ha MAIlMeHTHTE 3a
HINYME Ha CHPACYHO 3acAraHe BbB BPB3KAa C HEBPO-MYCKYJIHOTO
3a0omnsiBane. Jla ce ycTaHOBM HalWuude Ha JPYro ChHPACYHO
3abonsBane (MBC, aprepmanHa XumepTOHUS, KIAmHO 3a00JsBaHE),
KOETO Jla ce MMa MNpPEeIBHI NPH HMHTEpHpEeTalusiTa Ha IOJyYEHUTE
pesynratu. Jla ce MOTBPCAT APYTH TNPUIPYXKABAllM HECHPACUHH
3a00JIsIBaHUs, KOUTO MOTaT Jia AOBEAAT JO HapyIICHUS B ChpACYHATA
CTPYKTYypa u QyHKLUS.
2. la ce peructpupa u unrepnperupa EKI[" mpu BcHdky manueHTH u
Ja ce TOTBpPCIAT CHenuUYHU 32 CHOTBETHOTO 3a0o0JisiBaHE
MATOJIOTUYHHU POMEHH.
3. Ha ce wuscieaBa chbpAeYHATAa CTPYKTypa H (QYHKOHS Upe3
MPOBEXKJaHE Ha TpaHCTOpakainHa JBypasmMepHa u  Joruiep
exokapauorpadus. [la ce HampaBu 3ambii0OYeHa OICHKa Ha
cUCTONHAaTa M JauactonHara (yHKUMs Ha JsBaTa Kamepa. Ja ce
MNOTBHPCAT HApyUIEHUS B CTPYKTypara W (yHKOUATA Ha [sICHATa
KamMepa.
4. Jla ce mpoBene HACOYEHO W3CIE/BAaHE HAa MAMEHTHTE C
MpuoToHnYHA TUCTPOUS 38 PUTHMHO-TIPOBOJHH HAPYLICHUSI.
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5. Jla ce MOTBpPCH 3aBHCHMOCT MEXIy TEXECTTa Ha CHPAEYHOTO
3acAraHe M TeKECTTa Ha HEBPO-MYCKYJHOTO 3acsraHe.

6. Jla ce moThpcHM 3aBUCHUMOCT MEXIY TEXKECTTa Ha CHPACYHOTO
3acAraHe W BB3pacTTa HA MAIMEHTHUTE, KaKTO M C JAaBHOCTTa Ha
HEBPOMYCKYJTHOTO 3a00IIBaHe.

7. Jla ce moThpcH 3aBHCUMOCT MEXIY TEXKECTTa Ha CHPACYHOTO
3acAraHe W JPYTH KIMHAYHM TIOKa3aTeld KaTo BEHTHJIATOpHA U
KOTHUTHBHA ()yHKIIHSL.



2. MAHUEHTHU 1 METOJIU HA U3CJIEJIBAHE
2.1.IMauuentu

B nepuoga M. HoemBpu 2009 — M. mapT 2014 roa. ca uscneaBaHu
204 manueHTH ChC CIETHUTE HEBPO-MYCKYITHH 3a00IIIBaHUS:

e 53 maruenTu ¢ nuctpoduHOoaThy - 45 ¢ Ml u 8 ¢ BM/J1

o 42 marmenTtu ¢ MJ] tun 1

o 21 marmentu ¢ ducranun muonatu — 12 ¢ GNE muonarus
/XepeauTapHa MHOIATHS C TEJLA HAa BKIIOYBAHMS, AUCTAIHA
muonatus tTun Honaka/, 2 — JluctaaHa MuonaTHs ¢ rjacoBa v
(apunreanna cmaboct ¢ gedunur Ha MatpuH 3, 1 —
nesMuHomatusi, 6 — JlucramHa muomatus ¢ AeUIIMT Ha
¢unamun C.

e 13 manuentu c [losic-kpaliHUK MYCKYJIHU AUCTPOQHHU - ceieM
narmeHT ¢ teneronmHonatus ([IKMJZI 2G) u mect c
ramacapkoriukanonarust (ITKMJ] 2C).

e 34 nmamuentu c Danmo-ckamyno-xymepaliHa MYCKYJIHA
TUCTPOPUS

e 17 marueHTH ¢ MUTOXOHAPHAIHU MHOTIATHH

o 24 manmentu ¢ OAIIL

NzcnenBanu ca 16 31paBy KOHTPOJIH.
2.2. MeToau Ha u3cieaBaHe
2.2.1. KianHM4YHA OLEHKAa — aHaMHe3a, PU3UKAICH CTaTyC

OcplecTBEHa € IUIOCTHA M 3a]IBJI0OYEHA KIMHUYHA OIEHKa Ha
NalMeHTUTE 4Ype3 CHEMaHe Ha NOoApOOHAa aHaMHe3a M IIbJCH
¢uzukanex craryc. [Ipu Bcnuku nanuenTty e uamepeHo AH B nernaino
MOJIOKEHUE cie] S MUH NoKou. M3MepeHa e chpieuHaTa 4ecToTa upe3
ayCKyJTalus Ha ChpIIe 32 €1Ha MUHYTA.
2.2.2. EKT

I[Ipu Bcuukm mnamuweHtTd € peructpupana 12-xanamna EKI.
Aobnopmua EKT e nedunupana karo Hanu4ue Ha €JIUH WIH [TOBEYE OT
clegHuTe Oene3u: pasiMueH OT CHHYCOB PHUTBM, IPOBOJIHH
napymenust ([bb, JIbb, A-V o6nok, JIIIXb, JI3Xb, necnenuduueH
BBTpEKaMepeH OJI0K), HUCHK WJIM BUCOK BonTax Ha QRS xommiekca,
orkononenus B ST ermenta m T BbaHaTta, maromorudeH Q 3n0err,
yabibkaBane Ha QT wHrepBanma. Huckk Bonrax B mnepudepHute
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OoTBeXIaHus e pAepuHHpaH KaTto cpeaHa ammuTyga Ha QRS
koMmiuiekca B orBexkpanmsa I, II, III, aVL u aVF or 0.5 mV, a B
MPEeKOpJNaIHUTE OTBEXKJAHUS KAaToO cymMara OT aMIUIMTyAara Ha S-
3p0ena BbB V1 W CpemHO apuUTMETHYHO OT aMmIuTuTyJata Ha R
3p01uTe BB V5 and V6 ot 1.5 mV.
2.2.3. ExoKI' - M-mode, 2D, Doppler (useren, CW, PW, TDI),
speckle tracking

IIpm BCHMYKHM TAIWEeHTH € IPOBeJeHa CTaHJapTHA IBypa3MepHa
TpaHCTOpakajgHa exokapauorpadus. Ilpm wact oT nauueHTUTE
M3CJICIBAHETO € OCBIIECTBCHO C eXxokapauorpadcka mammbHa HP
SONOS 5500 ¢ 2,5 MHz phased-array tpancmiocep, a mpu
ocrananure ¢ amapat Aloka Prosound alfal0 ¢ 3,5 MHz phased-array
TpaHcawcep. ExokapauorpadckoTo uzciaenBaHe € IpoBeJeHO CIOpe]
nocneanuTe MexayHapoanu cranmaptu [Lang, R. M. et al.,2006].
[lpy BCHYKM MaUEHTH € TIPUWIOKEH MBJICH MPOTOKON 3a
TpaHCTOpaKajHa exoKapauorpadus crnopel MOCICIHUTE MPETOPBKU
Ha EBpomneiickara Acormarms mo Exokapauorpadus (EACVI)
[Evangelista, A. et al.,2008]. Wscnensanusra npu BCUYKH
MalMeHTH ca 3anMcaHu B jaurutaneH ¢opmar. [lanmenture ca
W3CIIE/IBAHN B JISIBO CTPAaHWYHO TOJIOXKEHHE, a TPU HEBB3MOXKHOCT 3a
3aeMaHe Ha ToBa TMOJOXKeHWe - Ha Tpb0. H3nonsBanure
exokapauorpapckure metonu ca M-mode, nBypasmephna ExoKT,
usered, PW u CW pomnep ExoKI, PW TDI u speckle tracking
ExoKI'. U3non3Banu mno3uLMM ca NapacTepHaHA, AaluKalHa |
cyOKocCTaJHa.

M-mode ExoKT e usnon3sana npu usmepsane Ha T/IP u TCP na
nsABa Kamepa OT TapacTepHaNIHA T[O3WIUS 10 JhJIrara oc,
neprneHauKysapHo Ha centyM u 3CJIK B Teneanacrona ¢ U34UCIEHUE
Ha ®C na JIK no ¢popmynara na Teiholds (TAP-TCP/TCPX100). C
M-mode ot chIlata mo3uiusa € U3MepeHa AUACToNHATa AcOeuHa Ha
centyM M 3a7Ha cteHa Ha JIK B cpenarta Ha nuacrosnara. MyckynHara
Maca Ha JIK e n3uncieHa aBTOMaTH4HO OT arapara cliell U3MepBaHe
Ha HeoOxoxumure napamerpu (nebenmnna Ha centyM u 3CJIK wu
JTMACTOJICH pa3Mep).

10



C 2D exoxapauorpadusi OT ImapacTepHaTHa ITO3UIHS 10 TBJITaTa
0C ca U3MepeHu mpenHo-3aaeH pasmep Ha JIII u pazmep na JIK. C 2D
exokapauorpadus OT amnWKajlHa TMO3UIUs 4-KyXWHU ca H3MEPEHU
mrom Ha JIIT u JII1. JIIT o6em e m3umncnen o popmymara (0.85 x Al x

A2)/(L1—L,/2), cmex koero € W3YKMCICH CBOTBETHHSAT HHACKC
[Nagueh, S. et al.,2009]. Ot cbiara nosuuus ca usmepenu TIO,
tenecucronied obem TCO na JIK B aBe paBHUHM (4-KyXWHH H 2-
kyxunn), ®U Ha JIK nmo metona na Cumiicon. CBoOoaHaTa cTeHa Ha
JIK e u3mepena oT cyOKocTaiHa mo3uius B Z00m mode.

[Ipu mammentute mox 16 T e m3mon3BaH Z SCOrE 3a OIEeHKa U
cpaBHeHne Ha m3Mmepenute JIK pasmepu m obemu (maronoruueH Z
score > 2) [Lopez, L. et al.,2010]. Z score ce u3umcnssa Ha Ga3zara
Ha TeJecHaTa IMOBBPXHOCT.

PW Doppler ExoKI' ¢ usmoi3BaHa 3a OICHKA Ha JAMACTOJIHUS
MUTpaJIeH KPBBOTOK ¢ IpoOeH ob6eM oT 3 MM Ha BbpXa Ha IUIaTHaTa
Ha MUTpajiHaTa KJamna OT aluKajiHa Mo3ulusd, 4-KyxuHu. M3mepenure
MoKa3aTelnu ca MakcHMallHa CKOPOCT Ha PaHHO JWACTOJIHO IbJIHEHE
(E BbHA), MakcMMaliHa CKOPOCT Ha MBIHEHE B Teneauactona (A
BBJIHA), oTHOmeHne Ha E/A, Bpeme Ha nmeneneparus. [locpenctBom
nyJsicoB Jlomep ¢ npoOeH 00eM MEXy MUTpaIHATa U a0pTHATA KJlara
€ U3MEPEeHO BpEMETO Ha HM30BOJYMETpPHYHA peiakcaius (BpeMeTo
MEX[y 3aTBapsHETO Ha aOpTHATa KJlala U OTBApSIHETO HAa MUTpaIHATa
KJIara).

C nyJicoB ThbKaHeH J0ILIep, ¢ TpoOeH 00eM, pa3mnosiokeH /o 1 cm
OT NPBCTEHA Ha MUTpAIHATa Kjlala — CeNTyM W JIaTepalHa CTeHa M
NpPbCTEHA Ha TPUKYCHHUJANHA KJama ca HW3MEPEeHH ThKaHHU
MHUOKapJIHU CHCTOJHH U JUACTOJNHU CKOPOCTH — CHCTOJIHA MUOKapIHA
CKOpPOCT - S, paHHa JMACTOJHA MHOKapJHa CKOpPOCT - €, KbCHa
MAaCTOJIHA MHOKapJHa CKOPOCT - a .

LBeren u HenpexbcHaT lomiep ca W3MON3BaHM 32 OLEHKA HA
KPBBOTOKA IIPE3 ChPACYHUTE KJIAIIN.

Pesynrarure ot uzmepsanusara ¢ Jomnep ExoKI' ca B pesynrar ot
ycpenHsiBaHe Ha 3 Mocye10BaTeIHU IUKBIIA.

Speckle tracking exoxapauorpadmus e u3mon3BaHa IpH 9acT OT
W3CIIEBAaHUTE MAIMEHTH 3a OLeHKa Ha JoHrutyauHainata JIK
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cucToiMHa (DyHKIMS 4pe3 M3MEpBaHE Ha IJIOOANIHUS M PErHOHAJCH
MUOKapJieH cTpeiiH. M3cneaBaH € JOHTUTYAWHAIHUS CTperiH B 17
cerMeHTa — Ha 0a3zajHO W CpelHO HHUBO (MPEICH CeNTyM, MpelHa
CTEHAa, NpeAHO-JIaTepajHa CTeHa, NOJHO-JaTepajHa CTeHa, OJICH
CeNTyM), Ha alMKaJHO HHUBO (CEeNTyM, IIPEIHa, JaTepalHa M IOJHA
CTeHA) W JWCTalleH amnWKajJeH CerMeHT. Bcuuku o0pasu ot
IBypa3MepHaTa exokapauorpadus ca CKEHHpaHH C 4YecToTa Ha
ynTpa3BykoBusl curHan oT Mexay S50-70 frames/s. 3ammcute ca
HaTpaBeHU MPH 3aIbpKaHe Ha AMIIAHETO B Kpasi HA EKCIUPHyMa IpU
eHa ¥ CbIlla YeCTOTa Ha YNATPa3BYKOBUA curHaia, 3 obpasza —
anMKajHa MO3MLMS M0 IbJraTa OC, alMKajHa MO3MLUS 4-KyXWHH H
anWKallHa TO3WIMs 2-KyXWHH. Taka apXwBHpaHuTe oOpasu ca
TpaHcdepupanu 1o padorHa cranuus Prosound Lab — DAS-RS1 3a
off-line amamus [Victor Mor-Avi, 2011].

M3non3anu nokazatenu 3a JIK cucronna ¢pynkoms ca TP,
TCP, ®©C, THO, TCO, ®U, cucrtorHa MHOKapJHA CKOPOCT — S,
rio0alieH ¥ CETMEHTEH JIOHTUTYAWHAIIEH CTPEHH.

WM3non3eann mnokazatenun 3a JIK aguacrosiHa ¢yHKuus ca
MaKCHUMaJHa CKOpOCT Ha paHHO nuactonHo mUbiHeHe (E BbiHA),
MaKCUMaJHa CKOPOCT Ha IBbJIHEHE B Tenenuacrona (A BBIHA),
otHomenne Ha FE/A, Bpeme Ha peneneparus (DT), Bpeme Ha
n3oBomymerpuuHa penakcarus (IVRT), panHa Muokap/iHa quacToiHa
ckopocT (e°), KbCHa MHOKapJHa TUACTOJIHA CKOPOCT (a‘), OTHOIIICHUE
Ha E/e‘cp., JIII — pa3mep, tiom, obem (M). TexxecTra Ha AuacromHa
nucyHKuMs e onpenernena crnopen npenopbkure Ha ASE [Nagueh,
S. et al.,2009].

Ilokazatenu 3a ouenka Ha JAK crpykrypa m dynkuusa ca JIK
pasmepu, 1 — pasmep, miomy (M), nebenuHa Ha cBOOOIHA CTEHA Ha
JK, TAPSE, FAC, s — BbJlHa — MakcUMaJlHa MHOKapJHA CHCTOJIHA
ckopoct [Jurcut, R et al.,2010, Rudski, L. G. et al.,2010].

2.2.4. 24-yacoB Xoarep EKI'

Xonrep EKI e nmpoenen na ECG Holter Monitoring System MT-
200. 3a peaku HagKaMepHU ekcTpacucTonu npuemame <100/24 4, a 3a
peAKH  KaMepHH  ekcTpacucToimu  <30/yac  €KCTPACHCTOJIH.
CurnnukaHTHH TIay3H IpEEeMaMe Haja 3 cek.
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2.2.5. HeBpoOJOrHYHU H HEBPONCUXOJIOTHYHHU H3CIeABAHUSA

[MaupenTuTe Cca  W3clelBaHM  HEBPOJOTMYHO, KaTo 3a

OOCKTHBH3HMPAHE HA TEXECTTa Ha MYCKYJIHaTa CIa0OCT U OMpeJeIisHe
Ha KOpeJIallMM ChC CHPACYHOTO 3acCsiraHe ca M3IOJI3BAHU CIEIHUTE
CKaJIU 3a OLICHKA!

s MMT (manyanHo myckyiaHo TectyBane) upe3 MRC (Medical
research council) npu Bcuuku 601HU

e North star ambulatory assessment scale- mpu manmeHTH c
nucTpoduHOIATHI

e MIRS (Muscle impairment rating scale) mpu mnamuenTH c
MHOTOHUYHHU TUCTPODUHU

EHI' u» EMI' npu nanueHTUTE ca U3BBPLICHH HA IPEHOCUM

enextpomuorpad Dantec—Keypoint (Natus, Copenhagen, Denmark).
HeBponcuxoJIOrH4yHOTO H3C/eIBaHe BKIIOYBA TECT 3a OO
koedurment Ha uHtenurentHoct (1Q) m Tectet Tower of London
(TOL) 3a uscrensane Ha eK3eKyTHBHY (QYHKIIHY.
2.2.6. T'eHeTHYHM U3CJIeABAHUS

JHK nuarsocTuxka npu 1ucTpoGuHOnaTUl

OcpbmectBeH ¢ MLPA anamm3 3a jgenenuu ¥ AyIUIMKAUUd B
nuctpoduHoBHs TeH. 1lpu nauneHTrTe, Py KOUTO HE Ca YCTAaHOBEHH
nenenuu W aymmkanmua npu MLPA  ananmza e wu3BBpIIeHO
CEeKBCHHpaHE Ha JUCTPOPHHOBHS TEH.

JHK nuarsoctuxka Ha M/l tun 1

e Short PCR — o6ukHOBeHa aMIUTH(HUKAIUS Ype3 MOJTUMEpa3Ha
BEpWKHA peakUys 3a OIpelesisiHe pa3Mepa Ha HOPMAaIHUTE
asenu, ceabpxkamy CTG mosropa B DMPK rena (19q13.32).

e TP-PCR - crnenuduyna ammiudukanus upes MojuMepasHa
BEpIKHA peaklys, MPU KOSATO C€ W3MOJN3Ba CleHUPHUCH
XMMEpEeH ImpaiiMep-omnamika, KOMTO € KOMIUIEMEHTapeH Ha
nosroperus CTG pernoH u xubpuansupa BbpXy HEro.

e PCR/Southern blot — To3u Tectr ce wu3noN3Ba 3a
MpHOJIM3UTETHO Opa3MepsiBaHe Ha ekcrmaHgupanus amen. [lo
pa3Mepa Ha eKCIaH3usATa MOXE Ja Ce TPOTHO3UpPa HAYaIOTO
Ha WBPBUTE CHUMITOMH, TEXeCTTa M MporpecusiTa Ha
3a00J1BaHETO.
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JHK quarnoctuxka npu ®AII
Wzonupane na IHK ot monOpana rpymna naueHTH 3a aHajIu3
IMporexaane Ha monuMmepasHa BeprkHa peaknus (PCR)
CexBeHHpaHe Ha TONyYeHHTE (ParMeHTH M OTYHTAaHE Ha
aBTOMaTHYEH CEKBEHATOP
2.2.7. CraTucTHYeCKH METOIHU
JannuTte 0s1xa BbBEJICHH 1 00paOOTEHH ChC CTATUCTUYECKHUS TTAKeT
SPSS 13.0 u IBM SPSS Statistics 19.0. 3a HuBo Ha 3HAYUMOCT, TIPH
KOETO C€ OTXBBPJIA HyJieBaTa xumnoresa 6e n3opano p < 0,05.
bsixa npuiioXkeHu cleJHUTEe METOIU:

1. Jdeckpunmueen ananus — B TaOJIUYEH BU] € IPEACTABEHO
YECTOTHOTO paslpeieieHne Ha pPasMIekKIaHUTe NpU3HAIM, pa3OuTH
10 TPYIH Ha U3CJE/IBaHE.

2. Bapuauyuomnen amanu3 — W3UNCIISABaHE OICHKUTE Ha
LEHTpaJHaTa TeHACHIUS U pa3ceiiBane.

3. I'pagpuuen ananuz — 3a BU3yanu3anus Ha TONyYEHUTE
pe3ynTaTH.

4. Anmepunamueen ananu3— 3a CpaBHSIBAHE Ha OTHOCUTEIHH
TSUTOBE.

5. Touen mecm na @uuiep — 3a IPOBEpKa Ha XUIOTE3U 32
HAJIMYKE Ha BPh3Ka MEXY KAaTeTOPUHHH TPOMEHIIHBH.

6. Henapamempuuen mecm na ILlanupo-Yunk — 3a
MIpOBEpKa BUA Ha pa3NpeeIeHUETO.

7. T-kpumepuii na Cmwovhm — 3a IpoBepKa Ha XUIIOTE3H
3a pa3IMuue MEX.Iy JABE HE3aBUCUMH U3BAIKH.

8. Henapamempuuen mecm na Man-Yumnu — 3a IpoBepka
Ha XUIOTE3H 3a pa3Inyhe MeXIy JIB€ HE3aBUCUMHU U3BAJIKH.

9. Pecpecuonen amanuz — 3a TPOBEPKAa HAIMYMETO Ha
3aBUCHUMOCT MEKAY KOJIMYECTBEHU NMPHU3HALUK U ONpeaelisiHe MOoJesa
Ha Ta3¥ 3aBUCHMOCT.

10. Kopenauyuonen ananuz — 3a ThpPCEHE Ha JIMHEHHA
3aBUCUMOCT MEXKY KOJMYECTBEHH MPU3HALIH.
11. Henuneen pezpecuonen ananuz — 3a THPCEHE Ha

3aBUCUMOCT MECXKAY KOJIMYCCTBCHU IIPpU3HAIIU.
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3. PE3VYJITATH U OBCBHKJIAHE

3.1.CbPAEYHO 3ACSATAHE I@PU NAIMUEHTU C
HNPOI'PECUBHA MYCKYJHA JAUCTPO®US TUII
JIOIIEH

3.1.1. [emorpadcka u KINHUYHA XapPAKTEPUCTHKA

WscneaBanuaT KIMHWYEH KOHTHHTEHT BKJIIOYBA 45 mManueHTH.

Hemorpadcknre u KIMHAYHA PE3YITaTH ca MpeACcTaBeHH B Tad. 1.

Ot uscnenBanute 45 Gomau — 23 (51,1%) ca ¢ HEBB3MOKHOCT 3a

camoctoaTenHa moxonka. Iletuma ot mamumenture (11,1%) ca c

r3pa3eHa XpOHWYHA AWXaTellHa HEJIOCTATBYHOCT OT PECTPUKTUBEH

TANl Ha HCMHBAa3WBHA BEHTWIALMA B aMOYJIaTOPHU YCJIOBUSL.

CHUMIITOMH Ha U3SBEHA ChPJCYHA HEJOCTATHYHOCT Ca YCTAHOBCHH

mpu nBamMa marmeHTd Ha 16 u 20 T (4,4%). Ilpu 16 (35,6%) or

MAIUEeHTHTE UMa TaHHU 3a cuHycoBa Taxukapausd (CH > 100 ya/mun),

cpeaHa cepiedHa yecrora 114 + 11,5 ya/mun.

Taémuua 1. [lemorpadcku v KIIMHUYHA JaHHA TpH nanueHTH ¢ [TM /]

Hn JliomeH.

Ioka3arenn Pesyararu min/max
Bn3pacr, roa 11,5+4,3 6-23
Mbike/sKeHH 45/0

Poer (cm) 141,8 £19,6 112-178
Termo (kr) 42,6 £17,3 20-75
CY (yn/muHn) 97,02+15,61 68-138
CAH/mmHg 113,8+ 10,5 100-130
JAH/mmHg 75+ 5,4 70-80

3.1.2. EKT npomenu

[Ipr BCHYKM TAIMEHTH Ca PETUCTPUPAHW BUCOKH R 3501M BBHB
V1,V2 orBexmaHus C NAaTOJOTMYHO CHOTHOmIeHWe R/S, kxakTo u
nbsooku Q 3u61m B I 11, 111, aVL, AVF, V5,V6. He ca peructpupanu
PUTBMHO-TIpOBOJIHU HapyuieHust Ha EKT'.
3.1.3. Pe3yarTatu ot exokapanorpag)ckoTo u3cjeiBaHe

IIpu wuscneaBanute namueHtd ¢ JMJl ca Haidile HOpMaJIHU
pasmepu, obemu, ®U u D®C nHa JIK. YcraHOBeH € yBEIUYeH
TeNeanacToeH pasmep (z-score > 2) wa JIK mpu emuH W yBelUdeH
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TenecucroneH pasmep mpu mecT (13,3%) manmentn. [lpu pazgensae
Ha MalMeHTUTE 110 Bb3PAcTOBH Ipynu ce HaOmoaaBa yBenuueH TCP B
rpynute nauventy Ha 16, 21 u 23 roqunu 1 vHa T/IP npu rpynara na
16 rox. (ta6um. 2). Ipu 11 (24,4%) ot marenTute ¢ ycranoBena OC <
30% u DU <55%, T.e. e Hanmuue uzsaBeHa JIK cucronna qucdyHnkms
- nekocreneHHa (OU 45%-55%) npu 8, npu nBama - ymepena (OU
35%-45%) u mpu emun - Texka (OU<35%). YcraHoBeHo ¢
noamkenne Ha OC u ®U npu BCUYKH W3CIICIBAHN MAIMEHTH cliex 15
TOAMIIHA Bb3pacT (Tabmn.2). M3kimoyenne npaBu eauH nauueHt Ha 20
roJi, Ipu KoiTo ¢ ycranoBena JIK xuneprpodus ¢ HamalieHu pa3Mepu
Ha JIK u 3amazena cucromHa ¢yHKus. [Ipyn meTuma OT marueHTuTe
(11,1%) ca perucTpupaHu CErMEHTHH HApYyIICHUS B KHHETHKATa —
JOJTHO-JIaTepaiHa XWUIIOKUHE3Us - MpU €AMH MalueHT Ha 15 roxa. u
yeTupuma Ha 16 ron.

YcTaHoBeHM ca OTKIOHEHWS B HAKOM OT TIOKa3aTeluTe 3a
nractonna Gynkums. [Ipu pazgensHe Ha maeHTUTE B 4 BH3PACTOBH
rpymu — 1 tp. - 6-9r., 2 rp. - 10-13r., 3 rp. - 14-18r., 4 rp. - 19-23 r ca
ycTaHoBeHH oTkioHeHus mpu 24 (53,3%) ot nmanmentute (Tabdmn. 3).
YcraHoBeHo € HamanieHHe Ha oTHomieHuero E/A BB 3 u 4 rpyma
(28,9%). YcTaHoBeHO € HaMajJeHHE HA paHHATa JUACTOJIHA ThKaHHA
ckopocT (e°) Ha jarepajHara cTeHa BbB 2, 3 u 4 rpyna (62,2%) u Ha
centyMma B 4 rpyna (8,9%). Hapymenusrta B tuacronHara GpyHKLIUS ca
no tuna Ha HapymieHa JIK pemakcaius (JieKocTeneHHa IUACTOJIHA
auChYHKIMSA) ¢ U3KIIOYCHHE Ha JBama TaieHTd Ha 16 u 20 r, npu
KOUTO € YCTAaHOBEHO IMaTOJIOTUYHO YBEIMUeHNe Ha OTHOIIEHUeTO E/e’,
T.. € HAJIWIE TEeKKa IuacToiHa AUCOYHKUUS. EJuHHAT OT Te3n
MaIMeHTH € U ChC ChITbTcTBaIA Texxka JIK cucronna mucyHkims, a
BropusatT mamueHntT Ha 20 rox. ¢ JIK xumeprtpodus u HamaleHU
ChpJeYHU KyXHHHU. He ca ycTaHOBEHU OTKIIOHEHUs B pazMepa Ha JIIL.
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Ta6auna 2. Exokapauorpadcku mokazarein u pe3ysiTaTH 3a OICHKa
Ha JIK cucronna ¢pyHkuus crnopen Bb3pacTta Ha nanuentute ¢ JMJL.

Bes- N CY4 JKIP TAP JKCP TCP @C TIO TCO ®H

pacr z- z- Teih Sim
(rom) score score

6 3 115 358 0,2 22,0 -0,1 38,3 44,7 17,6 61,3
7 4 108 383 0,4 25,0 0,5 35,3 55,5 22,8 58,8
8 5 90 34,4 -1,1 22,4 -0,6 31,4 48,8 18,8 61,8
9 5 90 36,0 -0,7 23,8 -0,2 338 53,6 17,8 66,8
10 6 97 38,5 -04 247 -0,3 36,3 83,0 36,0 57,0
11 6 87 37,8 -0,9 25,5 -0,2 33,2 64,3 245 61,2
12 1 88 41,0 -04 26,0 -0,4 38,0 76,0 23,0 65,0
13 2 108 420 -0,9 26,5 -1,8 36,5 63,0 25,0 61,0
14 2 89 415 -0,6 28,5 0,3 325 62,5 235 64,0
15 2 99 39,5 -1,9 28,5 -0,03 28,5 68,5 30,5 53,5
16 4 101 535 2,2 43,0 4,5 20,3 1375 833 41,0
17 1 88 46,00 0,19 34,00 1,77 27,00 96,00 48,00 54,0
20 2 107 38,0 -2,4 26,5 -0,93 335 69,5 30,50 62,0
21 1 118 450 -0,12 37,0 2,75 18,0 75,0 42,0 44,0
23 1 87 53,0 1,56 40,0 3,2 23,0 110,0 56,0 48,0

IIpu uzcnenpanute nauumentu ¢ JMJI nokazarenure 3a K ca B
HOpPMaJIHU TpaHUIM. ToBa ce OTHAcCs, KakTo 3a pasmepute Ha [IK u
JI1, taka u 3a nokazatenute 3a JIK dynkius. [Ipu nanuenture Ha 20,
21 1 23 rouHU € YCTAaHOBEHO MOHIKEHHE Ha CUCTOJIHATa MUOKapIHa
ThKaHHA CKOPOCT Ha TPUKYCHHJATHUS NpbeTeH (S'<10 cM/cek), KoeTo
e Oemer 3a cyOkimmHMYHa cucToiHa auchyHkims Ha JIK mpu tesm
MaIMeHTH, HO TOBa He ce oTpasssa Ha JIK dyHkius 3a msuiata rpyna.
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Ta6mmua 3. ExoKI' mokasarenm u pesynraté 3a omenka Ha JIK
JqracToiaHa GYHKIMS criope Bb3pacTTa Ha nanueHtute ¢ JMJL

Bb3pac 6-9 Pedep. 10-13 Pedep. 14-18 Pedep. 20-23 Pedep.
T (romx) CTOli- CTOIi- CTOii- CTOii-
Hoctn HOCTH Hoctn Hoctn

Bpoii 17 15 9 4

E,cm/s 10022+ 944+ 87,1+ 94,5t16 83,8+ 90,3+ 62,7+ 60-80
47 14,8 5,3 7,5 17,8 16,9

A cm/s 573+ 49,4+ 58,7+ 49,5+ 57,6+ 45,5+ 56,7+ 19-35
7,8 12,5 5,6 13,8 7,3 13,2 12,2

E/A 1,9+0,4 2,0£0,5 15+0,2 2,0£0,6 1,6+0,1 2,1+0,7 12+05 1.5+04

DT, ms 1474+ 185,3+ 166,3+ 194,7+ 166 +
9,0 28 23,8 33,6 14

e’ sept., 14,1+ 13,4+ 11,7+ 14,5+ 12,0+ 14,9+ 9,0£2,7  15.5+¢

cm/s 1,1 1,3 2,1 2,6 3,2 24 2.7

e’ lat., 18,5+ 17,2+ 13,5+ 19,6+ 14,72, 20,6+ 12,3+ 19.8+

cm/s 2,5 1,3 43 3,4 g 3,8 15 2.9

E/e’ 6,6£0,9 6,5+1,8 72+14 58£14 7,0£2,1 5,614 82437

3.14. Anaau3 Ha Bpb3KaTa MeXIy HAKOM OT MOKa3aTeJIuTe 3a
¢ gaemorpagcku M KIMHUYHH

cbpae4yHa (YHKUMS
NMOKAa3aTeNHu.

ITpu 35 oT manueHTHUTE € MOThPCEHA 3aBUCHMOCT MEX]Ty HSIKOH OT
MOKa3aTeJIuTe 3a ChpJeYHa (YHKIMS C JeMOTrpa)CKu M KIMHHUYHU
MTOKA3aTeNN KaTo Bb3PacT, (PU3MUECKOTO ChCTOSIHAE U MYCKYJTHA CHJIA,
BEHTWJIATOpHA (PYHKIHS U KOTHUTUBHA (DYHKITHSI.

Ot Tabn. 4 craa siCHO, 4Ye ChINECTBYBa CUTHU()MKAHTHA BpPB3Ka
Mexay @C u BeHTHJIaTOpHATa PYHKIUUSA U3pa3siBalia ce B 3HAYMMO
MO-BUCOK MPOLEHT Ha HapylleHa BEHTHJIAaTOpHa (QYHKUUS MpH

Hannune Ha noHmwkena OC.
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Tabimua 4. Ananmu3z Ha Bpb3kara Mexay PC u BeHTWIATOpHA
¢GyHKLHS.

oC
BenTniaaropua
bymicus He Ha P
N % N %
0 15 75,00 1 16,67 0,018
1 5 25,00 5 83,33

Ot 1abm. 5 ce Bk aa, ue:

e Jlpu Hamuuue Ha noHmwxkeHa @OC, Bwv3pacTTa U
KOTHUTHBHaTa (QYHKIMS HMMAaT TIO0-BHCOKA CPEIHW CTOWHOCTH, a
OCTaHaJIUTE MOKA3aTEIH — IM0-HUCKH;

e HepnocraTeunust Opoit cinyuau ¢ noHmwkeHa ®C He naBa
BB3MOXHOCT Ja CE HaHpaBﬂT I[OCTOBepHI/I CTAaTUCTHUYCCKH U3BOAU.

Tabdauua 5. Ananu3 Ha Bpb3kata Mexay ®C u mokasarenute -
BB3pACT, PU3NIECKOTO CHCTOSHHE ¥ MYCKYJIHA CHJIA

Ioxkasaren DC

He X Ha X

N SD N SD
Bs3pact 27 10,04 3,12 7 14,71 4,39
North star 22 10,73 12,69 7 3,57 8,14
ambulatory
assessment score
MRC m. 21 3,90 1,26 6 2,17 1,47
Deltoideus
MRC m. 21 3,00 1,26 6 1,33 1,75
quadriceps
femoris

Ot Tabn. 6 craBa siCHO, 4Ye ChINECTBYBA CUTHU()MKAHTHA BpPB3Ka
Mexay noHu:keHaTa @YU u BeHTHIATOPHATA (PYHKIUS H3pa3gBalia
ce B 3HAYMMO IIO-BHCOK HPOLEHT Ha HapylleHa BEHTHJIaTOpHa
($byHKIMS TpH Hajaue Ha nmoHmkeHa OU.
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Tabauma 6. Ananu3 Ha Bpb3kara Mexay OU  BenTmmatopHa
¢GyHKLHS.

®U Sim
BenTniaaropua
bymicus He Ha P
N % N %
0 14 8235 2 25,00 0,010
1 3 17,65 6 75,00

Ot Tabn.7 ce BHXKIa, 4e:
e Jlpu Hammuue Ha mnoHmwxkeHa OU, BB3pacTTa HUMa MO-
BHCOKA CPeZHA CTOMHOCT, a OCTaHAINTE MTOKA3aTeIN — [0-HUCKA;
e [lpu BB3pacTTa pa3nukara uMa CTaTHCTUYECKA 3HAYUMOCT,
a mpu MRC m. deltoideus — rpannyna curaudukantHoct (p<0,1).

Tabdauua 7. Ananu3 Ha Bpb3karta mexay OU u nokazarenure -
Bb3pacT, (PU3NUECKOTO CHCTOSHUE U MYCKYJIHA CHJIA

Tloka3aren ®dU Sim P

He Ha

N X SD N X SD
Bw3pact 23 9,96 3,10 9 1400 4,64 0,030
North star 19 1063 13,01 9 6,67 10,07 0,703
ambulatory
assessment
score
MRC m. 18 4,06 1,16 8 2,75 1,67 0,053
Deltoideus
MRC m. 18 3,11 1,23 8 1,88 1,81 0,100
quadriceps
femoris

Ot 1ab. 8 ce Bk 4, ue:
e [lpy Hanmuume Ha TO-HUCKU CTOHHOCTH Ha €’ CENTyM,
BB3pacTTa HUMa II0-BUCOKA CpEJHAa CTOMHOCT, a OCTaHAJINUTE
[TOKAa3aTeNN — [T0-HUCKA;
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e [lpu Bw3pactra, MRC m. Deltoideus ® MRC m. quadriceps
femoris pa3iamkara uMa CTaTHCTHYECKA 3HAYHMOCT.

Taﬁmma 8. CpaBHI/ITCHeH aHaJIn3 Ha KOJMYCCTBCHUTC IIOKa3aTCIU

CHIOpes €’ CeNTyM.

e’ septum
IToxka3aren He Aa P
N X SD N X sD
Bw3pact 20 9,85 2,72 15 12,87 4,60 0,034
North star
ambulatory -, 5 9,33 1162 15 8,13 1258 0,529
assessment
score .../34
MRC. m. 16 4,06 1,12 12 2,83 1,59 0,041
Deltoideus
MRC m.
quadriceps 16 3,19 1,22 12 1,92 1,56 0,033
femoris
1Q 16 89,63 13,10 12 83,42 18,48 0,307

Ot Tabi1. 9 ce Bk A, ye:

e [lpy Hamuume Ha TO-HUCKM CTOMHOCTH Ha €’ Jjart.,
Bb3paCTTa MW KOTHUTHBHATa (byHKHI/ISI nMaT I110-BHCOKHU CpC€IHH
CTOMHOCTH, a OCTaHAINTE MMOKA3aTEIH — IO-HUCKH;
e [lIpu Be3pacrra, MRC m. Deltoideus 1 MRC m. quadriceps
femoris pasnukata WMa CTaTHCTHYECKa 3HAYMMOCT, a nipu North star
ambulatory assessment score .../34 — rpaHMYHA CUTHHU(PUKAHTHOCT.
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Tabauma 9. CpaBHHTEICH aHAIU3 Ha KOJMYECTBCHHUTE ITOKA3aTEITH
criopen €’ nart.

e’ Jar.
IMokasaren He Ha P
N X SD n X SD
Br3pact 18 8,83 2,23 16 13,38 3,83 <0,001
North star
ambulatory 5 15,00 1329 16 4,19 849 0,058
assessment
score .../34
MRC m.
Deltoideus 14 4,29 1,20 13 2,85 1,34 0,005
MRC m.
quadriceps 14 3,43 1,28 13 1,92 1,32 0,004
femoris
1Q 14 87,36 13,33 13 87,54 18,50 0,977
3akiIouyeHue
1. TIposiBu Ha CHp/CYHA HENOCTATHYHOCT CA YCTAHOBEHHU MPHU JBAMa

nanuentd (4,4%). CuHycoBa TaxuKapius € YCTaHOBEHA IIpH
35,6% oT manmeHTHUTeE.

Tunuanu 3a 3abonsBanero EKI nmpomenn ca peructpupanu mnpu
BCHUYKHM M3CJIEJIBaHU ManveHTH. He ca peructpupaHu KIMHHUYHO
3HAYUMH PUTHMHO-TIPOBOIHN HapyIIEHUSI.

JIK cucronmna pauchyHkuus € ycraHoBeHa npu 24,4% ot
MAIUEHTHUTE, KaTO ce U3sBsABa ciefl 15 roj. Bb3pacT.

YCTaHOBEHO € MOHW)KEHHE Ha CHCTOJIHUTE MHUOKApIHU ThKaHHU
CKOPOCTH Ha TPUKYCHHIAIHUS KJANeH NPbCTEH NMPHU NalMeHTHTE
cien 19 ron.

IIpu 53,3% OT manpeHTHTE UMa TaHHU 32 OTKJIOHEHUE B HIKOH OT
nokazarenure 3a JIK nmacromHa ¢yHKUUS, KaTto 3acsiraHeTo ce
yBeJIMYaBa C Bb3pacTTa U MPEALIecTBAa CHCTOIHATA JUCHYHKIHSA.
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Haii-paren npenukTop Ha chpaedHo 3acsrane (oT 10 romumrHa
Bb3paAcT) € TOHWKEHHETO Ha paHHATa JMACTOJHA CKOPOCT Ha
JaTepaliHaTa 4yacT Ha MUTPAJHUS KJIaleH NPbCTEH - €.

6. VYcraHoBeHa € CTaTHCTHYECKH 3HA4YMMa 3aBHCHMOCT MEXKIY
nokasatenute 3a myckyiaHa cuia (NSA score and MRC scale) u
CTOWHOCTUTE Ha €° Ha JarepaliHus npbcteH (crorBeTHO P<0,005;
p<0,004), Ho He m ¢ ®U (BeposATHO MMOpamd Majkara Opoiika
TTallUeHTH ¢ TToHrmkeHa OU).

7. YcraHOBeHa € TOJIOKHMTEIIHA Kopenanus Mexay HamaneHata OU
u TnoHmwkeHara BeHtwiaropHa ¢yukius (p<0,010). Iloseue
MAIMEeHTH C HaMaJieHa BEHTWJIATOPHA (YHKI[HSI CE YCTAaHOBSABAT B
rpynarta nanqueHTH ¢ MOHMXXCHU JUACTOJIHU MUOKaApAHU CKOPOCTHU
(e°) 6e3 ma ce moctura curandukanTaoct (p>0,05).

8. VYcraHoBeHa € TIONOXUTEIHA 3aBUCUMOCT MEXKIY TEKECTTa Ha
CBPJICYHOTO YBPEXKIAHE U Bh3pAcTTa Ha MAIUCHTUTE.

Oo6cbxknane

PesynratuTte OT HamIeTo H3CIEABaHE IIOKa3BaT HAJIMYUE HA
ChpACYHO 3acAraHe npu mnangueHture c¢ JMJI, kaTto uecrtorara u
TEXKECTTa C€ YBEIMYaBaT C Bb3pacTTa. Y BPEXKJAHETO 3acsira MUOKap/ia
U BOOM [0 pa3BUTUE Ha KapauoMuonaTtus. KiuHUYHO wu3siBeHa
ChplI€YHA HEAOCTATHYHOCT MPHU HU3CIECABAHUTE OT HAC MALUEHTH CE
cpenia OTHOCUTEIHO psiiko. ToBa BEPOATHO C€ ABJIKHU OT €/IHa CTpaHa
Ha QakTa, 4e Mo-rojsMara 4acT OT W3CJICBAHUTE MAIMEHTH ca B TI0-
paHHa BB3pACT Ipead Ja € HACTBIWIO 3HAYUTENIHO 3acsAraHe Ha
CBPICYHUSI MYCKYJ, a OT Jpyra, Te3w mnpu kouto ¢ Hamuie JIK
TUCOYHKIMS ca B MHBAJIMJHA KOJIMYKA ChC 3HAYUTEIHO OIpaHHYCH
(hM3UYecKn KamanuTeT, KOETO BEPOSTHO MacKhpa CHUMIITOMHUTE Ha
ChpJIeYHa HEIOCTATHYHOCT.

EKI' npoMeHn ce ycTaHOBSBAaT pPaHO B pPa3BUTHETO Ha
3abonsBaneTo. Haii-uecto cpemanuar Oener, KOHTO ycCTaHOBSIBame
MPY BCUYKH IMAIUEHTH Ca MATOJOTHMYHO BHCOKHTE R 3601m BHB V1-
V3 orBexknanus. [1o murepaTypHu TaHHU TOBA C€ IBJDKH HA 3aryOa Ha
EJIEKTPUYECKH CHIIM B Pe3yJITaT Ha orpaHudeHa (ubpo3a B Oa3aiHaTta
yact Ha 3agHara creHa Ha JIK. Ilpu pasmpocrpanenue Ha pubposra
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KBbM JIaTepaiHaTa CTeHa Ce MOSABABAT ABJIOOKH Q 360IM B OTBEXKIAHUS
I, AVL, V6 u no-psaako kM gonuaute (I1,111,AVF) u npeqaure (V1-
V4) orBexxaanust [Spurney, C. 2011].

3naTHUAT craHgapT 3a ouneHka Ha JIK cucrtonna QyHkums npu
manueHTr ¢ JAMJ] ca @1 u ®C, usmepeHn ¢ KOHBEHITMOHAJIaHA
ExoKI'. Ycranosenure Hopmannu mnokazatenu 3a ®U u OC mpu
rpymara KaTo IBUT0 Hamupa oOOsCHeHHe BBB (pakTa, Y€ OKOJIO
[I0JIOBUHATA MAlMEHTH ca Ha Bb3pacT 10 10 roavHu M ome OKOJIO
€lHa TpeTa Ha Bb3pacT 10 15 roauHu, T.e. Mpeaud Ja € HaIule
3HAYUTENTHO 3acsAraHe Ha cbpAeyHus Myckyid. Ilpu u3cnensanute ot
Hac mammentd, JIK cucrtomna nuchyHkms ce u3sBsBa cuex 15
rogumHa BB3pacT. [IbpBute Oenesm nHa JIK 3acsarane, KowTo
yCTaHOBSIBAME Ca HAMaJICHW paHHH JUACTOJIHHU CKOPOCTH Ha MPBCTEHA
Ha MuTpanHata kiana cien 10 roxm. BB3pacT, T.e. MHOsABAaTa UM
mpeamiecTsa u3siBata Ha cuctoiHata auchyHkuus. Ilo-panHu
MIPOMEHU C€ YCTaHOBABAT Ha JaTepajHaTa YacT HAa MUTPaTHUSL
npbereH. Ta3um Haxogka Kopeiaupa ¢ JaHHUTE OT IaToJIoro-
AHATOMUYHUTE H3CICABAaHUS BBPXY Cbhplla HAa IMOYMHAIM OOJHH C
JAM/I, npu KOUTO € yCTaHOBEHA Hall-CUJIHO U3pa3eHa JereHepanus Ha
MUOIUTHTE U 3aMECTBAHETO UM ¢ GUOpO3HA M MacTHA THKaH B JIOJHO-
narepanHara crea Ha JIK [Moriuchi T. et al., 1993]. Tesu nanuu ca
NOTBBPACHU M MNpU u3cienBaHus npu nagueHtd ¢ AMJ] ¢ MPT
[(Moreo A et al., 2009)]. B nuteparypata uMa JaHHH 32 MOHWKEHH
TbKAaHHW MHMOKAapAHU CKOPOCTH KaTo u3pa3 Ha cyOknmuuHuuHa JIK
muchyHKma npu O6e3cuMnToMHN manueHTH ¢ JIMJ] Ha BB3pact 8,8
rox [(Giatrakos N. et al., 2006]. [Ipyru aBTOpHM CBIIO HAMHPAT
3HAYUTETHO HaMaJeHW MHOKapJHH THKaHHM CKOPOCTH B JOJHO U
npenHo-narepanHata creHa Ha JIK mpu manwmenTtn ¢ JAMJl (cpemna
Bb3pacT 7,9 rox) npu 3amasena JIK cucronna ¢yukums [Markham
L.W. et al.,, 2006, Mertens L. et al.,, 2008 ]. Te3u mpoyuBaHmus
nokasBar Hanmuuue Ha cyOknmanuHa JIK nucdynkums mnpenu
ycraHoBsiBaHe Ha oHWkeHn OU u OC.

YcTaHoBeHMTe OT HAac TMOHMKEHH PAHHM JAUACTOJIHHU
MHOKApAHH CKOPOCTH MOraT Ja ce H3M0J3BaT KaT0 PpPaHeH
NMPEeIUKTOP 32 ChP/AEYHO 3acAraHe M 1a HACOYAT BHUMAHMETO KbM
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ThpceHe Ha Oejie3n HA cyOkananyHa JIK cucronna quchyHkuusa u
CBOEBPEeMEeHHO 3amo4yBaHe Ha JedyeHne ¢ ACE wmuxuOuTopm m
Oeta-0s10KepH.

Brnpekn ycTaHOBeHHTE HapyLIEHUS B AMACTONHATa (QyHKUIUS Ha
JIK, He Osixa ycTaHOBEHHM OTKJIOHEHHUS B rojemmHara Ha JIII, HO
OrpaHMYEHHE Ha W3CIEABAHETO € JMIcaTa Ha T0-33ABIO0YCHO
n3cnensane Ha ¢yakrusTa Ha JII1. IlpaBu BieyatneHue u mo-KbCHOTO
3acsrane Ha JIK, K0eTo BeposITHO ce HOBHKHM Ha MO-MalKOTO
cienHaToBapBaHe B cpaBHeHue ¢ JIK.

Bemie noTbpceHa 3aBUCUMOCT MEXIY TEXKECTTa Ha MYCKYJTHOTO U
CBPICYHO 3acsiraHe MpHU HU3cieABaHUTE OT Hac mauueHTH ¢ JAMJI u
Oelie ycTaHOBEHO, Y€ C YBElMYaBaHE Ha TEXKECTTa HAa MYCKYJIHO
3acAaraHe MMa JaHHU 3a TMO-TEXKO ChpjeyHO 3acsraHe. ChIno Taka
Oelle ycTaHOBEHA IOJOXKUTENHA KOPEJAlMOHHA BpPB3Ka MEXIY
MOHM)KEHATa BEHTWIATOPHA (DYHKIMA M BIOIICHUTE IOKAa3aTelIH 3a
HapymeHa chpiedHa (yHkous. Te3n NaHHM TMOKa3BaT MapaseinHo
HamalsiBaHe Ha (QYHKOMITA Ha MepuepHUTEe MYCKYIH, ChPICUHHS
MYCKYJI U MYCKYJIUTE Ha TPbJHHS KOLI, OTTOBOPHM 3a JUXaTeIHATa
¢ynkuus. Tosn Qakr moxmkpenst Te3ara 3a OOL[ MEXaHW3bM Ha
MyCKyJIHaTa yBpeza.

3.1.5. IIporpecuBHa myckyJ/Ha quctpodus Tun bekep

N3cnenBanu ca oceM manyeHTa OT MBKKH IO Ha CPe/IHa Bb3pacT
27,6£10,3. Bcuukum nDanMeHTH ca ChC 3alla3eHa CcaMOCTOSTEITHA
moxonka. Hsma JjaHHM 3a mpuapyKaBall  ChPACYHO-CHIOBU
3abonsBanusa. He ca ycTaHOBEHHW KIMHWYHU JaHHU 3a CBhPJACYHA
HEJOCTaThYHOCT. YCTaHOBEHa € CpeaHa ChpAe4yHa 4YecToTa -
73,4+11,6yn/muH., cpeqHo cuctonHo AH - 120,0+£12,3mmHg, cpenro
nuactomHo AH - 78,0£8,4mmHg.

JlerokamepHa cuctosiHa auchynkims ¢ PU<55% e ycraHoBeHa
npu 4 nauuentu (OU 26-52%), karo mpu ABaMa ce Kacae 3a JIEKO
m3pazeHa muchynkuus ¢ ®U cvorBetHo 50% m 52%, mpu emuH
ymepeno uzpazena ¢ ®U 39% u npu equn texka JIK muchynknms c
DU 26% (tabn. 10).
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Taoauna 10. ®U pu otaenaure naruenty ¢ [IM/] Tun bekep.

IManuenTu/BB3pact/ DU %
I'on

1/15 50
2/32 63
3/26 52
4/47 59
5/25 68
6/34 26
7126 39
8/16 62

He e ycranoBena Bpb3Kka MexXIy Bb3pacTTa Ha nanueHture u JIK
cucronHa auchynkius. Haii-uspazena JIK cuctonna auchyHkuus e
yCTaHOBEHa MpH Hal-muaaus nanueHT Ha 15 rox. Ilpu uetmpuma
MalMeHTH ¥WMa JaHHA 33 HaMmalleHa JIOHTHTYAWHAIHA CHCTOIHA
MHOKapJHa CKOpPOCT Ha cenmTyma (S’cemTr.) W TMpH JBamMa Ha
natepanHara creHa (S’mar.). Ilpu Tpuma manuMeHTH WMa JaHHU 32
MTOHIDKEHU paHHU JMACTONIHM MHOKapJHH CKOPOCTH Ha cenTyma (e
CeNTyM) U TIpH JIBaMa Ha JlaTepaiHarta cteHa (e‘nar.). Hsama manHu 3a
3acsrane Ha JIK.

Ot monyuyeHuTe pesyinratd € BuaHOo Hammuumero Ha KMII mpum
MIOJIOBMHATA OT mM3clieaBannuTe nanueHTu ¢ bBMJI. Orpanmuenust Opoit
OOJHM HE TIO03BOJISIBA THPCEHE HA 3aBUCHUMOCTH MEXIY OTACITHH
MTOKAa3aTeNH.
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3.2. CBPAEYHO 3ACATAHE INIPU MNAOUEHTH C
MHUOTOHNYHA TUCTPO®USI TUII 1 (STEINERT)

3.2.1. ITauueHTH U KIMHUYHA XaPAKTePHCTHKA MPU MHOTOHHYHA
aucrpodus tun 1 (Steinert)

WscneaBanuaT KIMHWYEH KOHTWHTEHT BKIIOYBA 42 TMAIlMEHTH C
Muotonuuna guctpodus tun 1. JlemorpadckuTe U KIMHUYHU JTaHHU
ca mpenctaBeHn B Tabm. 11. CpemHara BB3pacT Ha Hadajlo Ha
3abonsgBanero e 25,2+13,3 1. CpegHata TpPOIBIDKHUTEITHOCT Ha
3abonsBaneto ¢ 11,8+8,1 r. Ilpu TpuMa OT MarUeHTUTE UMa TaHHU 3a
neKkocrtenenna, kourponupana AX. Ilpu ocTaHanuTe ManueHTH HIMa
JaHHM 32 MPHUIPYKABAIIN ChPACYHO-CHIOBH 3a00IIIBaHUSI.

Tab6auuma 11. Knuanuau u nemMorpackd JaHHU TMPH MAlMEHTH C
MuotonuuHa auctpodus T 1.

TauuenTn N =42 Mun/MaKc
Bn3pacr, ron 37,67+14,72 15-64
Mnbike/KeHH 15/27

Prer, cm 167,88+7,70 156-190
Ter.10, Kr 63,19+10,72 43-75

BSA m? 1,7140,17 1,39-1,95
Cc4u 73,83+14,72 50-90
CAH 111,94+13,41 90-140
JTAH 67,78+10,18 50-90

3.2.2. EKT npoMeHH U pUTHMHO-NIPOBOJAHU HAPYIIEHHUS

[Taronormunu npomenu B EKI" ca peructpupanu mpu 23 (55%) ot
u3cienBaHuTe nanueHT. Jlanaute ca npeiacraBenu B tadn 12. Ilpu
25 oT magueHTuTe € peructpupad 24 yacop 3anuc ¢ Xonrep EKT.
JlannauTe ca npencraBeHu B Ta0I. 13.
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Tabauma 12. EKI' mpomenum mnpu mnamueHTH ¢ MHUOTOHHYHA
auctpodus tunl.

EKT npomenu Bpoii nanuenTn %
CHHYCOB pUTBM 41 97,6
CunycoBa Opaaukapaus 3 7,1
IpeacbpaHo Mbikaene — 1 2,4
XPOHUYHO
A-V 610k | crenen 7 16,7
JIBb 4 O85
HABb 1 2,4
JIIIXb 4 15
Hecneuuduuno uapymena 10 23,8
BbTPKaMepHa
NPOBOAMMOCT
Penosapu3anuoHHu 4 9,5
NPOMEHH

Tabéamma 13. PursMHO-IpOBOJHU HapymeHuss oT 24-4acoB
Xonrep EKI" mpu manmenTn ¢ ¢ Muotonndna nuctpodwus tar 1.

Xoarep EKI' - 25 Bpoii nanuenTn %
MalHeHTa

Hagxamepuu Ex 14 56
Kamepnu Ex 14 56
IpeacbpaHo MbxaeHe — 1 4
XPOHHYHO

IMpencbpano Mbxkaene — 1 4
NMPUCTBHITHO

Tlay3u>3 cex 1 4
Iay3u < 3 cex 4 10

3.2.3. Exokapamorpadcku mnpomMeHu

OcHoBHHTE eXOKapAXOrpaCKu pe3yaTaTu ca NPeACTaBeH! B TaOl.
14. Tlpu nBama manueHTH (5%) e ycraHoBeHa yekocteneHHa JIK
cucronaa auchyskmus ¢ OU <55% mnpu JIBb. VYcranoBenu ca
MOHW)KEHU MUOKap/JHU CHUCTOJIHU CKOPOCTH (S BBJIHA) Ha CENTalHaTa
YacT Ha MUTPaJIHUS KianeH npbsereH (7,1+1,1 cm/s) npu 11 nanmenTn
(26,2%) u ma marepannara wact (7,7+1,3 cm/s) mpu 12 manpeHTH
(28,6%). Jlexoctenenna cumerpuuna JIK xuneprpodus e ycraHoBeHa
mpu 3 (7,1%) mamueHTH, nBaMa ¢ aHAMHECTHYHU JaHHA 3a AX.
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Huactonna muchyHkmms mo Tuma Ha HapymeHa JIK pemakcarms,
CHOTBETHO C YABIDKEHO Bpeme Ha jaeueneparus (255,5+22,7Mcek) u
orHomenne Ha E/A (0,8+0,1) e ycranoBena mpu 11 mnanueHTH
(26,2%). Pesyarature oT ThKaHHMs Jlomuiep MOTBBPKIABAT TO3M
pe3yiTaT chC CHOTBETHO HaMalieHa paHHA MHUOKapIHa JIHACTOJHA
CKOpPOCT Ha CeNTaJlHaTa 4acT Ha MUTPAJIHUA KJaneH npbeTeH (7,9+1,5
cm/s) u Ha natepannara Jact (8,3+1,5 cm/s ). Bernpeku ycTaHOBEHHTE
MPOMEHH B JIMACTOJIHATA (DYHKIIUS Ca YCTAHOBEHW HOPMAITHU pasMepH
na JIII. Ilpn nBama MalMeHTH € YCTaHOBEH MpPOJIAlIC Ha MUTpaJIHA
knama 6e3 3HauMMma peryprurtanui. He ca ycTaHOBEHH MPOMEHHU B
MoKa3aTeuTe 3a JSICHA Kamepa.

Taoauna 14. OcHOBHH eXOKapIuorpa)CKu pe3yaTaTd Mpy NaueHTH
¢ Muoronnuna nuctpodusi.

Ioxa3zarenn Pesynratn min/max
JKJP, MM 44,57+4,45 37-52
JIKCP, Mmm 28,31+3,95 31-34

®U Sim, % 64,05+6,06 51-76

®DC Teih, % 35,93+5,89 25-48

s sept., cm/s 9,80+2,16 5-14

s lat.,, cm/s 11,14+3,07 5-19

E/A ratio 1,40+0,46 0,63 -2,85
DT, ms 208,5+40,32 152,00 - 295,00
e’ septal, cm/s 12,56+4,45 5,00 — 26,00
e’ lat, cm/s 14,54+4,54 7,23 - 25,00
E/e’av ratio 5,30+1,23 3,36 -9,71
JAK, mm 21,31 £3,26 15-26
TAPSE mm 22,38+3,50 18-25

s (1K) cm/s 13,7542,42 9,3-21
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3.2.4. AHanu3 HA 3aBHCHMOCT MEXKAY Te:KeCTTa HA YBPeKIaHETO
HA CHPIETO U Bb3PAacTTa U IABHOCTTA HA 3200/1BAaHETO, TEHKECTTA
HA MYCKYJIHO yBpe:kaaHe, Opost Ha CTG mosTopu, OenogpodHaTa
(YHKIMSA U KOTHUTHBHUTE BH3MOKHOCTH.

IIpu 24 ot mammenture ca ocbhmectBenn PUJI, m3cneaBane Ha
JOBUraTenHUTe (QYHKIMW U KOTHUTHUBHHUTE (yHKuuu. [lanmenture ca
pasaeneHu Ha aBe Tpynd B 3aBUCHMOCT oT Oposi CTG mosTopu (110 n
Haz 400). [TorepcenHa e 3aBUCIMOCT MEXKAY HAKOH OT ITOKa3aTEeInTe 3a
CBbpP/ICYHO 3acAraHe OT €JHa CTpaHa M Bb3pacTTa Ha NalUeHTHUTE,
JaBHOCTTAa Ha 3a00IsBaHETO, TCHETHYHATa MyTalus, (U3NIECKO
CBCTOSIHAE ¥ MYCKYJIHA CHJIa, KOTHUTHBHA (YHKIUS U BEHTWIATOPHH
MoKa3aTeju OT APYyra.

Ot Tabn. 15 craBa sicHO, ye HE CHIIECTBYBAa CHUTHU()HKAHTHA
BpB3Ka MEXKIy HapymeHHSATa B JHacTosHata (QYHKOUS U
MOKa3aTeJINTe: Bb3PacT, JABHOCT, ABUTATEITHN (QYHKIUH
Tabauna. 15. Ananu3 Ha Bpb3KaTa MEXAY IUACTONHA (QYHKIHS H
MOKAa3aTeInTe Bh3PacT, TaBHOCT, ABUT'ATEIHU (YHKIHIH.

IToxazaresn JunacronHa GyHKINSI P

He Ja

N X SD N X SD
Buapacr 14 32,00 1340 10 39,70 13,00 341
(rogunm)
JlaBHocT 14 11,14 7,18 10 14,60 9,79 0,328
(ronuum)
Npuratennn 4 3,50 0,94 10 3,10 0,99 0,585
GyHKkuMn
MIRS

Ot Tabn. 16 craBa scHO, Y€ HE CHIIECTBYBA CHTHH(D)HUKAHTHA
Bpb3Ka MEXIy AMacTolHaTa AUC)YHKUMS M [OKa3aTejMTe:
CTG/CCTG noBTOpH 1 BEHTWJIATOPHA (DYHKITHSL.
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Ta6imua 16. Anann3 Ha Bpb3KaTa MEXAy AWACTONHA (GyHKIWS,

CTG/CCTG u BeHTUIIATOPHUTE NOKA3aTEINH.

Ioxa3arenu Hapymiena penakcanus P
Hopwma ITaronorus
N % N %
CTG/CCTG 1,000
0 6 42,9 5 50,0
1 8 57,1 5 50,0
BenTtunaropau
MOKa3aTelH
0 5 45,5 5 55,6 1,000
1 6 54,5 4 444

AHaJIu3 Ha 3aBUCMMOCTTA Mexay e' septum (B KOJIM4YeCTBEH BU/)

H U3CJICABAHUTE KOJIUMYECTBCHHU IMOKAa3aTe/INn

[TpoBeneHHUAT perpecuoHeH aHAIN3 YCTAHOBU HAIMYME Ha JIMHEHHA
sagucumoct (p=0,009, R?=0,275) mexay e' septum u BB3pacrra,

OIMKMCBaHa 4pe3 CICIHOTO YPAaBHCHUC!
e' septum = 17,859 — 0,154Age

Ot ypaBHeHueTo M ¢ur. 1 ce BWXKAa, Y€ YBEIMYCHHUETO Ha
BB3paCTTa C €[HA TOJIMHA BOJH JI0 CPEITHOCTATUCTHUYECKO HAMAJICHUE

Ha €' septum c 0,154 eguHuIN.

e_septum

25—

20—

o 20 ao so 80

BrapacT (roannmn)

@urypa 1. JluaeeH perpecnoHeH MOZEN Ha 3aBUCHMOCTTa MEXIy €'

septum u Bb3pacrra.
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[IpoBeneHNAT perpecHoOHeH aHAIN3 YCTAHOBU HAJMYME Ha JTMHEWHA
3aBucuMocT (p=0,044, R2:0,172) MeXIy €' septum M JaBHOCTTA
OIMCBaHa Ype3 CICTHOTO ypaBHEHHE:

e' septum = 14,918 — 0,197naBHoCT

Ot ypaBHeHmeTo m ¢ur. 2 ce BWXKAA, Y€ YBEIMYEHHETO HA
JaBHOCTTA C €JHa TOJMHA BOIH J0 CPEIHOCTATUCTUYECKO HaMaleHUEe
Ha e' septum ¢ 0,197 eguHUIIH.

e_septum

25— O panun
[S) ———Moaen

20—

o 10 20 30

OaBHocT (roanHn)

durypa 2. JIuHeeH perpecuoHeH MOJIed Ha 3aBUCUMOCTTAa MEXIY €'
septum u JaBHOCTTA.

AHanu3 Ha 3aBucuMocTTa Mexay E/A u u3cienBaHuTte
KOJIMYEeCTBEHH MOKA3aTeJ !

[IpoBeneHusT perpecnoOHeH aHallN3 yCTAHOBHM HAJIMYUE HA JIMHEWHA
sapucumoct (p=0,032, R?=0,200) mexny E/A u BB3pacTTa, OMICBaHA
Ype3 CIeIHOTO YpaBHEHNUE!

E/A =1,885-0,013Age

Ot ypaBHeHHEeTO M GUr. 3 ce BWXKJAA, Y€ YBEIMYCHHETO Ha
BB3pAcTTa C €JHA TOJIMHA BOAM JI0 CPEAHOCTATUCTUICCKO HAMAaJICHHE
Ha E/A ¢ 0,013 equnauim.
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E/A

) O panun
S ——Moanen
2,00

1,50

1,00—]

0,50—

I I I I I
o 20 a0 60 80

Bxs3pacT (roavHmn)

®urypa 3. JIluHeeH PErpecHOHECH MOJIENI Ha 3aBUCHMOCTTAa MEXIY
E/A u BB3pactra.

[IpoBeneHUST perpecnOHeH aHalIN3 yCTAaHOBHU HAJMYUE HA JTHHEWHA
3apucumoct (p=0,027, R2=0,211) mexny E/A u nmaBHOCTTa Ha
3a00JIsIBAHETO, ONIMCBaHA Ype3 CIEAHOTO YpaBHEHHUE!

E/A =1,704 — 0,0221aBHoCT

Ot ypaBHeHuero u ¢ur. 4 ce BWXKAA, Y€ YBEIMYCHHETO HA
JaBHOCTTa Ha 3a0onsBaHeTO C e€AHAa TOAMHA BOJU  JIO
cpenHocraTucTuyecko Hamanienue Ha E/A ¢ 0,022 enunuiy.

E/A

o O Aanmm
—— moaen
2,00

1,50—]

1,00—]

0,50

o 10 20 30

NasHocT (roannn)

®@urypa 4. JluHeeH perpecHoHEH MOJIeN Ha 3aBUCHMOCTTAa MEXIY
E/A u maBHOCTTa Ha 3a00JISIBAHETO.

33



3akioueHue

1. VcranoBeHa € BHCOKa YECTOTa Ha PHUTHMHO-TIPOBOJHU
HapymeHus — npu 60% oT u3cieABaHUTE MALMEHTU (DaHHU
ot Xonrep EKI).

2. JIK cucronna auchynkuus (PU<55%) e ycranoBena mpu 5%
ot manuenture. CyOknmuuuna JIK cuctonna auchyHKums
(HamaneHa cHCTONIHA MHOKapAHAa CKOPOCT-S) € YCTaHOBEHa
ipu 28,6% OT manueHTHTe.

3. JIK mmactonHa nmucyHKIMS € ycTaHOBeHa mpu 26,2% ot

MaIMeHTHTE.

He e ycranoBeHo anraxupase Ha /K.

He e ycraHoBeHa 3aBHCHMOCT MEXIy MEXAy TeXecTTa Ha

YBPEXKJAAHETO Ha CBPIETO M TEXKECTTa Ha MYCKYJHO

yBpexxaane, opost Ha CTG moBTopu, OenoapoOHaTa GyHKIHSL

1 KOTHUTUBHHUTE Bb3MO>KHOCTH.

6. YcraHoBeHa e nuHelHa 3aBUCHUMOCT Mexay E/A u e centym
W BB3pacTTa, U JaBHOCTTA Ha 3a00JISIBAHETO.
Oobcbxnane
[lono6HO Ha paHHWTE B JUTEparypara, NAHHUTE OT HAIIETO

MpoyYBaHe MOKa3BaT BUCOKA yecToTa Ha maronoruaau EKI™ mpomenn

W pUTHBMHO-TIpoBOIHM Hapymienust [Babuty D. et al., 1999, Colleran

J.A. et al,, 1997, Florek R. et al., 1990, Fragola P.V. et al., 1994,

Fragola P.V. et al., 1994, Groh W. et al., 2008, Olofsson B. et al.,

1988, Prystowsky E. et al., 1979]. Ot npoBojHWTE HapylICHUs

npeobiagaBatr yabwkeH PR unTepBan u pasmmped QRS komruiekc,

o0mio mpu 61,9% ot narmentute. 1o OTHOIICHHWE HA pa3IIMPCHHS

QRS komruieke, 1Mo paBeH AT 3aeMaT HECTIeU(DUIHOTO YIbJIKaBaHEe

Ha BbTpeKaMepHarta rnposoaumMoct npu 23,8% u JIbb, HIBb u JIIIXb

npu 21,4% ot mammentute. llo nuteparypHu naHHM yabmkeH PR

nHTepBan ce cpema B 20-40% B pa3nuvyHATE NMPOYYBAHUS M HIHPOK

QRS kommieke B 5-25% [Pelargonio G., 2002]. Ilpu m3cienBaHute

OT HAacC MalKeHTH Oellle yCTaHOBEHA I0-BUCOKA YECTOTa Ha YABIKCHO

BBTPEKaMEPHO MPOBOJHO BpEeMe B CPAaBHEHHUE C PE3YJITATH OT JAPYTH

npoyuBanusi. beme ycraHoBeHO U 3acsiraHe Ha CHHYCOBUS Bb3el. [lpu

19% ot nmanmenTutre Oemre HabMIOAaBaHA CHUHYCOBa OpaguKapaus Ha

ok
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EKI" u curandukanTHr 1 HecuTHU(UKAHTHU may3u Ha Xonrep EKI.
B Hsxou m3cnenBaHus, 4ecTOTaTa Ha CHHYCOBa OpaauKapIusl Bapupa
Mexay 5 u 25% [Fragola P.V. et al., 1994, Nguyen H.H. et al., 1988,
Phillips M.F., 1997]. Tlpu enna malueHTKa, HOpH KOATO Osxa
yCTaHOBeHU cuTHH(HUKaHTHHU may3u oT 4,5 cex Ha Xontep EKI Gerre
WMIUIAaHTHPAH TOCTOSHEH €JIeKTPOKAPANOCTUMYJIATOP.

HabmonaBana Oemre BHCOKa YeCTOTa Ha KaMEpHH M HaJIKaMEPHH
excrpacuctonu — npu 58,33% ot umscnenBanute ¢ Xonrep EKI
nanueHTd (pelikh KaMepHH W HAJKaMEepHH eKCTpacHcToiH). B
JUTepaTypara UMa JaHHH 32 BUCOKA YECTOTa Ha KAMEPHU TaxUKapAUU
U JOpU KaMepHO MBXKICHE KaTo MpUYMHA 3a BHE3alHa ChpjAeYHa
CMBPT npH manuenty ¢ M/] 1 npu nunca Ha ycTaHOBEHH CTPYKTYPHHU
MPOMEHH B CBPUETO, HO TpPH HAIIUTE NalueHTH He O0s1xa
perucTpupaHn KamepHH Taxukapauu. CBIIO Taka MO JHUTEPaTypHU
JaHHW € HaIWIle BHCOKAa YeCcToTa Ha WHAYIHPYEMH KaMepHHU
Taxukapauu 1o BpeMe Ha E®M npu nanveHTH HAcO4YEeHH 3a
M3CIICIBAHETO MO TOBOJ HAa HAapylIeHHs B mpoBomumoctTa [Merino
J.L. et al., 1998]. IlporHocTn4HaTa CTOMHOCT HA WHIYIUPYEMHTE
KaMEpHH TaxWKapAuX TpH JIMICA HA CHOHTAHHU TaXUKapIuH |
KIIMHUYHH CUMIITOMU HE € HAIThJIHO M3SACHEHA. 32 pa3jiiKa OT JaHHHUTE
B JIMTEparTyTara 1O OTHOIIEHHWE Ha 4YecToTaTa Ha TPEACHPIHO
MBXKJIEHe U TpenTeHe (0koio 25%), TS € 3HAYUTETHO MO-HUCKA MPHU
u3cieaBannTe 0T Hac manmeHTn (6%) [Pelargonio G., 2002]. Ha To3u
eTarn HiAMaMe OOsICHEeHHE Ha Ta3H pPa3lihKa B MOMyYEHUTE PE3yITATH.

Ilo muTepaTypHH naHHU M3sSBEHATa MHOKapaHA TUCQYHKIUS HE €
yecTa npu nanuenty ¢ M/[1, Ho nma gaHHY 32 CYOKJIMHUYIHO 3acsraHe
[Pelargonio G., 2002]. ITpu u3cieaBaHuTe OT HAC MAIMEHTH CHIO HE
Oelre ycTaHOBEHO KJIMHMYHO 3Ha4MMO 3acsraHe Ha JIK dyHkius.
JBamMa oT manmeHTHTe ca C Jeko noHwkeHa ®U npu acMHXPOHHO
cokpaiienre Ha JIK B pesynrtar Ha JIBb. YcraHoBeHa € noHukeHa
CHCTOJIHA MUOKap/IHa CKOPOCT Ha IPbCTeHA HAa MUTpaJTHATa Kiana (S),
KOETo € mokaszaten 3a cyoknuanyHa JIK cucronna nucdynkuus. Ipu
26% or manuentutre ¢ ycraHoBeHa JIK npmacromHa aucdyHKIms,
KOETO MOXE J]a ce IbJDKM Ha pa3BUTHE Ha (QuOpo3a, HO MPH TOBA
3a00JsiBAHE € BB3MOXKHO Jia € Halule HapylleHa MHOKapIHa
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penakcaius B pesyiaraT Ha muortonust [Fragola P.V., 1997]. Nma
onucanu cinydan Ha maumeHtd ¢ MJ[1 ¢ UBC, nopu Mmuokxapaex
WH}ApKT, HO MO-YECTO C€ YCTaHOBSBAa MAaJKOCHIOBA IUCQHYHKIHS
[Hideki Itoh, 2000]. Ilpm wm3cmeaBaHWTe OT HAC IAIMEHTH HIMA
CUMIITOMH Ha aHTMHA IEKTOPHC, BBIPEKU Y€ NPH HIKOM OT TAX
(9,5%) ca perucTpupaHd penojapu3alMOHHM NpoMeHu. [lpu
M3CIIEeBAaHUTE OT HAC MAllMEHTH HE € yCTAaHOBEHO aHraxupane Ha JIK.
YecToraTa Ha MHUTpaJeH KIJAIEH MPOJIAIC IPU H3CIEABAHUTE OT HAC
MAlMeHTH € MO-HHCKa OT omucaHara B yutepatypata [Phillips M.F.,
1997, Streib E., 1985].

IIpu 24 nanueHTH, OpU KOUTO pasmojaraMe C pe3yiaTaTH OT
W3CIIe/IBAaHNSI Ha BEHTUJIATOPHA, IBUTaTelHa, KOTHUTHBHA (QYHKIHS U
TCHETHUYHHS aHaAIU3, Oellle TOThpPCceHa 3aBUCUMOCT MEX/1Y Te3U JaHHH
U HSKOM OT IOKa3aTenuTe 3a chpaeyHa QyHKous. Chbuio Taka Oemie
MOThPCCHAa BpPbB3Ka MEXIYy IOKa3aTenuTe 3a ChpAcYHa (YyHKUUS H
BB3pacTTa Ha TNANWEHTHTE W JaBHOCTTa Ha 3abomsBanero. [lo
JUTEPATypHH JaHHA HAYaJIOTO M TEXeCTTa Ha 3a00JIBaHETO
kopenupar ¢ Opos Ha ammumdunupaantre CTG moBTOpH. YCcTaHOBEHO
€, 4e KOJIKOTO MO-TOJISIM € TO3H OpOid, TOJIKOBA MO-paHo 3ar04Ba U 1o-
TeXKO mpoTrya 3abomseanero. [Harley H.G. et al., 1993, Harley H.G.
et al., 1993]. YcranoBeHo e, e uMa 3aBHCUMOCT Mexy Opost Ha CTG
MOBTOPUTE M TEXKECTTa Ha CBHPACYHO 3acsiraHe M IO-CHELMATHU C
gecrotrata Ha EKI mpomenure [Clarke N et al, 2001]. Or
MPOBEIEHHs aHANIM3 IPHU W3CIEABAHUTE OT HAac MAlMEHTH He Oee
YCTaHOBEHA CHUTHH(HMKAaHTHAa Bpb3ka Mexay npomenute B EKI n
noka3arenure 3a JIK GyHKIMS OT eqHa cTpaHa W OT apyra - Opos Ha
CTG nmoBTOpHTE W T[IOKa3aTeJWTe - BB3pAcT, MJAaBHOCT Ha
3a00JIsIBAHETO, JBUIATEJIHA, KOTHUTHUBHA W BEHTWIATOPHA (DYHKLHS.
YcraHoBeHaTa 3aBUCHMOCT Mexny E/A um e cenTym M Bb3pacrra,
BEPOSITHO HE CE JIBIDKH Ha 3a00JIIBaHETO, a HA O0MYaiHATA €BOIIOIHS
Ha IMacToiHaTa QYHKIHS C Bb3pacTra.
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3.3 CbPAEYHO VYBPEXIAHE IIPU TAIMUEHTH C
JAUCTAJTHU MUOIIATHUHA
Wscnensanun ca 21 mamueHTH C  JUCTATHU  MHOIATHUU.
Jemorpadckute ¥ KIMHAYHU TaHHA ca TIPEeICTaBeHH B Ta0. 17.
Taboauma 17. Jlemorpadcku w KIMHAYHU NaHHA TIPH TTAIUEHTH C
Jlucranau Muonatuu.

Manuentu N=21 Mun/mak
Bwb3pacr, rog 47,25+15,54 24-63
MbiKe/sKeHH 13/8

Prer, cMm 169,31+7,11 160-180
TerJo, Kr 77,00£17,09 55-115
BSA m’ 1,88+0,21 1,55-2,29
CY ya/mun 77,08+16,15 63-115
CAH mmHg 128,33+16,02 100-140
JAH mmHg 82,5+11,73 60-90
AX 9

312 1

[Ipu mer oT mamueHTUTe C AUCTaJHa Muomnatus tun Honaka ca
ycranoBeHu naronorugau EKI' mpoMeHn — nipu TpuMa € HaOIro1aBaH
HecneruduuHo  yabibkaBane Ha QRS xommuiekca no 112 ms, npu
enuH maruedt ¢ Hanuie JIIIXb u npu equn - A-V 670k | cT.

Pesynratute ot mnpoBeneHata ExoKIT mokasBaT HopmaiHu
pasmepu, obemn, ®C u ®U na JIK, T.e 3amazena JIK cmcromna
(GYHKIMS TIpU Tpynara NanueHTy KaTo 1suto (tado.18). Pasrnexnaiiku
pe3ynTaTUTe MpU OTACITHHUTE MAlMEHTH € yCTaHOBEHA JIEKOCTEIIeHHA
JIK cucronna muchyHknms ¢ moHmwkeHa OU<55% - cpemHo-
50,5+1,3% mpu tpuma (14,3%) narmmentu. [Ipu 5 mamuentn (23,8%) e
yCTaHOBEHA IOHI)KEHAa CHCTOJHA CEeNTajllHa MHOKapJgHa CKOpPOCT W
mpu oceM (38,1%) - MOHMKEHA CHCTOJHA CKOPOCT HA JaTepaiHaTa
CTpaHa Ha MUTpPAJHU KJIaNleH MpbcTeH, m3mepenu ¢ PW TDI.
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Tabéauua 18. OcHoBHE exokapauorpadcku pe3ynTaTs Mpu
narueHTure ¢ JlucramHu Muonatun

IMoka3arenn Pesyaratu min/max
JIKAP, mm 48,00+5,00 30-55
JIKCP, mm 32,08+5,66 22-42
®U Sim, % 61,54+8,17 51-72
®DC Teih, % 33,85+6,32 35-45

s septal, cm/s 9,50+2,86 7-18,8

s lat, cm/s 10,3444,18 6-21,4
E/A 1,07+ 0,33 0,57-1,73
DT, mcek 220,54+ 40,16 160-329
e’ septal, cm/s 11,03+2,48 7-14

e’ lat., cm/s 13,11+4,19 8,41-22,2
E/e’ 5,79+1,06 4,75-7,65
JAK, MM 23,45+ 5,05 17-31
TAPSE mm 21,09+2,95 18-25

s (AK), cm/s 13,00£1,07 12-15

Ilpu amanu3 Ha mMOKazaTenWTe 3a AWACTONHA (GYHKIUS €
YCTAaHOBEHO HamalieHo OTHolneHue Ha E/A, ynbDKeHO Bpeme Ha
nenenepanus (DT) u BpeMe Ha W30BOIYMETPHUYHA peIaKCaIUs
(IVRT), namasieHH MACTOIHH MHOKAPIHU CKOPOCTH MPH €NHAIECET
(52,38%) ot wuscnenBanute mnarueHTd. Pasmepute Ha JIII ca B
pedepenthu rpanunu. [Ipu TpuMma nanueHTH ¢ npuapyxasama AX e
ycranoBeHa cumerpuuHa JIK xwumeprpodus. He e ycranoBeHO
noBumieHo Hajsirane Ha JIK mennene. Ilpm ouenkara na JIK
nuactonHa (YHKIUS TpsOBa Ja ce uMa NPEJABHJ HAJIMYUETO Ha
NpUIpYyXaBaiiyd 3a00JsIBAHUS KaTO apTepuajiHa XUICPTOHUS IMpU
mecT TaIlMeHTH W 3axapeH auaber mpu eauH mnarueHt. He ca
YCTaHOBEHH OTKJIOHEHHUs B rmokazatenute 3a JIK dyHkms

3akiiouenue

1. EKI npomenu ca yctanoBeHu npu 23,8% OT malueHTHUTe.
2. JIK cucronna muchynkuus (PH<55%) e ycranosena mnpu 3
(14,3%) oT wu3cnenBaHMTE MAIlMEHTH. beie3n 3a HamaieHa
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noururyauHanHa JIK cucromHa ¢yHKIMs (HamaleHa CHCTOITHA
MHOKapJiHa CKOPOCT-S) ca ycTaHoBeHH mpu ocem (38,1%) ot
M3CJIEIBAHNTE MALUEHTH.

3. Jlexocrenenna JIK nauactonmHa mucyHKIHS € yCTAHOBEHA MPH
11 (52,4%) oT manuMeHTHTE — MIECT OT TAX ¢ AX, Karo eIuH OT
TSAX € U CbC 3axapeH auader TiM 2 .

4. He e ycranoseno K 3acsrane.

Oobcbxknane

JucranHure MUONIATHU Ca XeTeporeHHa rpyma 3adomnsBanus. [Ipu
HSKOHU OT AMCTAJIHUTE MHOMATUU MMa OMUCAHM CIIyYyau ChC ChPJCHYHO
3acaraHe mox QopMmara Ha KapAWOMHONATHH, HO KaTo I[UIO0
MIPOMEHHUTE B CHPIIETO HE Ca MHOT'O JJOOpE MPOYYCHHU.

IIpu rpynara n3ciaenBaHu OT HAC MAlMEHTH C TUCTAJTHU MUOMIATHH,
ocobeHo rpymara ¢ aedpunut Ha QrmamuH C, KOSTO BKIIOYBA IIO-
BB3PACTHH TAIMEHTH C MpHUIpYKaBamla apTepUalHA XUTEPTOHHS €
TPYJHO Ja C€ pa3rpaHUyM JOKOJKO YCTaHOBEHUTE HapyIICHHS B
nracToiHaTa (GyHKIHUS MPH YeTHPUMa OT TAX C€ IBJDKAT €AMHCTBEHO
Ha MYCKyJIHOTO 3abomsBane. llpyn eqwH mamueHT Oele ycTaHOBEHa
noHmwkeHna OU, 6e3 naHHu 3a npuapyxaBany 3adonssanus. [pyrara
no-rojiiMa rpyna € Tasud Cc jaucranHa muonarus tun Honaka. B
JIuTepaTypara He OTKPUXME JIaHHU 3a ChPJIEYHO 3acsraHe MPH Te3U
naruenTn. Hammre nanam, obaye moka3BaT M3BECTHH, MakKap W HE
TeXKH Hapymenus, kakto B JIK ¢ynkuus, taka u EKI" mpomenn. Ha
EKI' ce wnabmromaBaT mpearMHO HapYIIeHHS B IMPOBOAMMOCTTA -
HeCnenM(UIHN HapyIICeHWs BBHB BbTPKaMepHATa IMPOBOJUMOCT,
JIIXB u A-V 610k | ct. OO0 npu neTuMa oT U3ciaeABaHUTE OOIHU C
muonatus Tun HoHaka Oemie yctaHoBeHo HapymeHue B JIK
perakcanus, KaTo IMpy TpUMa UMa JaHHHU 3a Mpupyxasama AX, KaTo
eIuH OT TaX € cbe 3/ Tum 2 u mpW JaBaMa HsAMa JaHHU 3a
npuapyxasamy 3a0onsBanus. [Ipu Tpuma oT manMeHTUTE UMa TaHHU
3a Jeko mnoHwkeHa DU, kato HamaneHa noHruryauHanHa JIK
cucronHa (yHKuMs Oeiie ycTaHOBEHa NMPH METHMa OT NalUeHTHTE.
[IpaBu BrewateHWe MO-HUCKAaTa CHCTOJIHA MHOKapaHa CKOPOCT Ha
JaTepajHaTa cTeHa B CpaBHEHHE ChC CENTyMa, (PakT KOMTO € OMUCaH U
npu ApYTu HeBpo-MycKynHH 3aboisBanus [Chetbou V. et al., 2004,
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Giatrakos N. et al., 2006, Meune C. et al., 2004]. Hanmuuero Ha
MaJIbK 6p017I MalreHTH B I'PYIUTC C PA3JIMYHU MYTAallMH HE MMO3BOJIABA
Ja CC IMpaBAT KATCTOPUYHU U3BOJU 3a CbpACHHATA IIATOJIOTUSA MpPH
TE3U IMAITUCHTH.

3.4.CbPAEYHO 3ACATAHE IPU NAIIMEHTHU C IOSIC-
KPAMHUK MYCKYJIHU TUCTPO®UN
WscneaBanm ca 13 mamueHTH C TMOSC-KpaHUK MYCKYITHH
nuctpodun (tadn. 19). Hsama aHaMHECTHYHH TaHHU W PHUCKOBH
(hakTOpH 3a CHPACYHO-CHIOBH 3a00JIIBAHUS.
Tabmmua 19. Jlemorpadcku M KIMHWYHU JaHHU TPH TAUEHTH C
KM,

Ioxa3zarenn Pesyaratn min/max
Bwb3pacr, rog 28,31+8,91 13- 37
MBb:K/7KeHa 9/4

Pner, cm 170,92+6,64 165-180
Ter.10, Kr 66,38+16,48 50 - 115
BSA m’ 1,77+0,23 1,53-2,45
CY yn/mun 83,38+15,26 64-113
CAH mmHg 118,00+8,37 110-130
JAH mmHg 76,00+5,48 70-80

ITpu tpuma ot manuenture (23,1%) ca ycranosenu EKI' mpomenn
— BHCcOKH R 35611 BB V1,V2 ¢ ortHomenue Ha R/S>1, momo6HO Ha
npomenute npu AM/I.

Ilpu exoxapauorpa)ckoTo H3cleABaHE HE Cca YCTaHOBEHHU
OTKJIOHEHHs B TOKaszarenute 3a rioOanHa JIK cucromna QyHKus
(tabm. 20). Ilpu equH manueHT € ycranoBeHa nmoHmxkena JIK cucromna
MHOKap/Ha CKOPOCT Ha CeNTajHaTa 4YacT Ha MHUTPAIHUS KIaleH
NPBCTEH U MPHU TPUMa Ha JIaTepasiHaTa yacT. He ca ycTaHOBeHH AaHHU
3a JIK xuneprpodus. Hapymenue B quacronHata GyHKIHS 110 THIIA
Ha HapyllIeHa peJlakcals € YCTaHOBEHO IpH eAMH mauueHt. [lpu
€/IMH OT MalCHTUTE € YCTAaHOBEHA MOHI)KEHA IUACTOIHA MUOKapIHa
CKOpPOCT Ha CENTalHaTa CTpaHa Ha MUTAIHHUA NMPHCTEH U MPH TpUMa
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Ha narepaiHarta crpaHa. He ca ycraHoBeHu otkinoHeHus B JIK
MTOKa3aTeNH.

Tadauma 20. OcHOBHH eXoKapauorpacku pe3ynTatd MpH
MalUEHTUTE ¢ nosc-kpaitHuk MJI.

Moxa3zarenn Pesynratn min/max
TAPJK, mm 44,154+4,02 38-53
TCPJIK, MM 27,54+3,02 24-33
DC % 37,49+5,02 26-43
DU % 66,69+3,33 61-71
s septal, cm/s 9,92+1,56 9-12
s lat, cm/s 11,52+2,40 7-15
E/A 1,61+0,47 1,07-2,12
DT, mcek 186,15+24,64 156-309
e’ septal, cm/s 13,47+2,26 12-17
e’ lat., cm/s 15,14+3,01 13-20
E/e’ 5,53+1,00 3,83-7,04
JIK, Mm 23,17+3,71 18-32
TAPSE mm 23,09+3,95 18-27
s (AK), cm/s 12,214+2,34 10-16
3akil0ueHue
1. Iaronormunu EKI" mpomenu ca ycranoenu npu 23,1% ot
MaIMeHTHUTE.

2. Ilpm Tpuma mnanyieHTH ca ycTaHoBeHH Hapymenus B JIK
JIOHTUTYMHAIHA CUCTOTHA (DYHKITHUS.
3. Ilpu emmH mnammeHT e YycraHoBeHa JekocterneHHa JIK
JUACTOJHA TUCHYHKITHUS.
4. He e ycranoseHo 3acsirane Ha JIK.
Ob6cbikaane
[IKM/]l OOMKHOBEHO BOJSAT [0 JIEKOCTENIEHHH IPOMEHH B
ChpJieUuHaTa CTPYKTYpa U (DYHKIUS, BBIIPEKH Y€ Ca OMMCAHU U CITy4au
Ha texka JJKMIL. B egno mpoyusane ¢ MPT npu 18 mamuentu c
IKMJ 2B u IIKM/] 2l e ycraHnoBeHa CyOKJIMHHYHA MHOKapIHa
¢ubpoza mpu okonko mojoBruHara oT Tsax [Rosales X. et al., 2011].
IIpu 5 oT manueHTHTE ¢ ycTaHOBEHA MHOKapaHa (pubdpo3a e Hamuie
nuactonna muchynkims [Moreo A et al., 2009]. Eaun nanueHt e ¢
JAKMII, xaTo ocTaBa HESICHO Hajid TOBAa C€ IBJDKH HAa T'€HETUYHOTO
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3a00nsBaHe WJIM Ha JPYro MNPHAOOWUTO CHCTOSHHME Ha (OHA Ha
reHeTHYHAaTa Mpeaucno3unms. B apyro npoyusane npu 23 manueHTH
ca ycraHoBeHH Mo-HHCKa DU B cpaBHEHHME ¢ KOHTpPOJIHA Ipyna
(50.8+/-13.9 versus 66.6+/-3.8%, p<0.0001). 60% oT maieHTUTE ca ¢
namanena U, karo 8% ca c Texxka JIK cucromna auchynkius. [pu
11 nmanuentu e nposeneHa MPT u e ycTaHOBeHa BHCOKa 4eCTOTa Ha
MHUOKapzaHa (pubpo3a B JsiBaTa U AACHATAa KamMepa IpU HU3II0JI3BaHE Ha
kontpactho ycunBane [Wahbi K. et al., 2008]. B npoyusane ot 1998
r npu 97 mauuentH ¢ [1K ca ycranosenu natonoruunun EKI™ u ExoKT'
npomern npu 10% ot mamuentute. JKMII e ycranoBena mpu 4
MaruedTy, npu TpuMa uma nanau 3a JIK xuneprpodwus u mpu 4 —
napajokcaliHO JABWKEHHE Ha centyma. He ca HaOmogaBaHu
CHUMIITOMH Ha ChpJie4YHa HEJOCTaThbUHOCT.

Bcenuku nzcnenanu ot Hac nanuentu ¢ [IKMJ[ umat HopMaaHu
pasMepu, obemu u riobanHa cucronmHa Qynknus Ha JIK. He Osixa
ycraHoBeHu nannu 3a JIK xuneptpodus. JIK nuacronna mucdyHKus
“Ma caMO TNpH eIWH MauueHT. Te3u JaHHM B HM3BECTHA CTEINEH ce
pasinyaBaT OT TE€3U B JIUTEpaTypaTa 1o oTHoweHue Hannuue Ha KMII
npu nanueHntn ¢ [IKMJI. OrpanuueHue Ha HalIeTO H3CJIEIBAaHE €
MaJKHAT Opoi Ha u3cinenBanuTe naueHTd. OT 3HaYeHUE € U PaKThT,
4e cpelHaTa Bb3pacT Ha MAalMEHTUTE B Hallara rpymna € MO-HHUCKA OT
Ta3d B JIyT'H NMPOYYBaHMUSA U TOBA BEPOATHO CE OTpa3siBa Ha CTENEHTa
Ha ChpPAEYHOTO yBpexaaHe. Ho BeposATHO Hal-ChIIIECTBEHO 3HAUYEHUE
3a TeXeCTTa Ha ChPJEYHO 3acsiraHe € BUAa Ha reHeTUYHATa MYyTallusl.
YcraHnoBeHo € 4ye npu HAKon myTanuu, karo [TIKMJ 2B, ITIKM/ 21 u
IIKM/] 1B, cbpaedHOTO 3acsraHe € Mo-4ecTo U TEeXKKO moj (popmara
Ha KapJUOMHOINATHS M PUTBMHO-TIPOBOJHHU HapymieHus [Becane H.,
2000, Boito C., 2005, Jong-Seo H., 2005, Kuru S.et al., 2004, Wenzel
K., 2007].
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35.CBbPAEYHO 3ACATAHE T1IPU TNAHUEHTU C
DOAIMUOCKANIYJIOXYMEPAJIHA MYCKYJIHA JUC-
TPO®USA
W3cneaBanuaT KIWHUYEH KOHTWHTEHT BKIIOYBA 34 ManueHTH ¢

Qanmo-cKkamyno-xymepaiHa MycKymHa guctpodms (tabm.  21).

Uetnpuma nDanMeHTH UMaT aHAMHECTUYHHU JaHHU 3a apTepHaTHa

xunepToHus. Hsma nanam 3a Apyru cbpAevHO-CHIOBH 3a00IIIBaHNS.

Taboauma 21. Jlemorpadcku W KIMHAYHU JAaHHU TIPH TAITAECHTH C

®dannockamnynoxymepania M/I.

Toka3arean Pesyaratu min/max
Bwb3pacr, rog 37,09+14,77 10 -67
MBboK/5KeHa 15/19

Prer, cm 167,27+9,43 158-185
Terao, Kr 68,55+17,74 42-115
BSA m? 1,760,24 1,41-2,43
CY ya/mun 75,76£11,75 54-98
CAH mmHg 116+8,94 110/130
JAH mmHg 74+8,94 60/80

ITpu necer ot manuenture (29,4%) ca ycranosenu EKI' mpomenu.
IIpu 7 mnanuenTM wWMa JaHHA 3a HapylleHa BbTPKaMEpHa
npoBogumoct (QRS:100-120 wmcek), m0puM €OUH  MAIUEHT -
orpurniatenin T BbeIHU BB V1-V3, mpu nBama — HaakaMmepHH
EKCTPACHCTOJIH U MPH €AMH - KamepHH EX.

Ilpu exokapamorpadckoTo wW3CleABaHE HE ca YCTaHOBEHU
OTKJIOHEHHA B mokazatenure 3a JIK cucronna ¢yHkuus npu rpymnarta
0oxam (Tabmn. 22). CaMo mpu eAVH MAIMEeHT € YCTAaHOBEHA IMOHIKEHA
OU — 40% c audysua xunokuresus. [Ipu ocem marmentu (23,5%) e
ycraHoBeHa TmoHWwkeHa JIK cucTonHa MuOKapaHa CKOpPOCT Ha
CENTAJHUSI MUTpAJCH KiarneH npbcTeH W npu aecetr (29,4%) Ha
narepanaus. Cumerpuyna JIK xumeprpodus e ycraHoBeHa mpu 6
(17,6%) ot marmeHTHTE, TPUMA OT TSIX C U3BecTHa AX. YCTaHOBEHaA €
nexocrenenHa JIK auactonna aucyHKUMs npu AEBET OT NALMEHTHTE
(26,5%), tpuma c¢ AX. Ilpm cenem or mnamumenture (20,6%) ca
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YCTaHOBEHW TMIOHIDKEHW JHACTOJIHA MHOKapIHH CKOPOCTH Ha
CelTajHaTa CTpaHa Ha MUTAJHUS NPBCTCH U NpH neTHaaecet (44,1%)
Ha JjartepanHara crtpana ¢ PW TDI. VYcranoBenu ca HOpMaJlHU
pasmepu Ha JII. Ilpy enuH nmanMeHT € YCTaHOBEH MpOJIANC Ha
MUTpanHa Kkiama 0e3 3HauMMa peryprutanms. He ca ycTaHoBeHH
OTKJIOHEHHS B pazMepute u QpyHkuusta Ha K.

Tabmuuma 22. OcHOBHH exOoKapauorpaCKu  pesynTaTH  IpHu
naruenTuTe ¢ (anuockamynoxymeparaa M/[

Moxa3zarenn Pesyaratn min/max
TAPJIK, mm 46,12+4,38 37-54
TCPJIK, mm 29,21+4,13 26-39
DC % 36,56+4,88 28-47
TAO, ma 95,88+23,90 63-143
TCO, ma 35,79+13,41 21-67
DU % 63,18+6,21 55-71
s septal, cm/s 9,24+1,32 6-11,3
s lat, cm/s 11,39+3,14 5-17
E/A 1,30+0,43 0,65-2,16
DT, mcek 201,21+ 39,57 156-309
e’ septal, cm/s 12,39+3,11 7-18,6
e’ lat., cm/s 15,14+4,53 8-25,3
E/e’ 5,32+0,98 4,2-8,27
AK, Mmm 22,50 +3,19 18-28
TAPSE mm 21,25+2,31 19-27
s (AK), cm/s 13,16+1,70 10-17
3akil0ueHue

1. Iaronormunu EKI' mpomenu ca ycranoBenu npu 29,4% ot

MAIUCHTHUTE.

2. Tlonwmxena ®U e ycraHoBeHa npu eauH naiueHT. [Ipu 29,4%
OT MAMEHTHTE € ycTaHoBeHa HamaneHa JIK noHrurynuHamHa
cUCTONHA (QDYHKIHS.

3. Tlpm 26,5% ot manueHTHTe € ycraHoBeHa JekocterneHHa JIK
MaCTOJHA AUCHYHKLIHSI.

4. He e ycranoseno 3acsrane Ha K.
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O0cbx1aHe

IIpu wuscnenanutre ot Hac mnamueHtu ¢ DOCX MyckynHa
nuctpodus, ChOTBETHO Ha JaHHWTE B JMTepaTypaTa, He Oere
YCTaHOBEHO KIMHWYHO 3HAYMMO CbpAedyHO 3acsraHe. He ca
HaOnIro#aBaHUM  NPOSBU  HA  ChbpPAEYHA  HEAOCTaTBYHOCT U
CUMITOMAaTUYHU apUTMUHM, C HU3KIIOUEHHE Ha €IWH MalUeHT C
OIUIAKBAaHE OT NAJIMUTALUH, IbJKAILU CE HA KAMEPHH €KCTPAaCHCTOIH.
Haii-yectoro otkinonenue Ha EKI' e HapylieHa BbTpeKkamepHa
MPOBOJMMOCT C JIeKO yabibkaBaHe Ha QRS xommiekca, HaOmogaBano
MpH 7 MallMeHTH, KaKBOTO HapyLIEHHE € OMMCAHO U B JINTEPATypHUTE
n3touHuiy. Ilpu egno uszcnensane npu 30 manuentu ¢ OCX ca
yCTaHOBEHH HapylieHuss B AV HONAIHOTO WM HH(PAHOAATHOTO
npoBexaane npu 27% ot maumenture Ha EKI' miaum nmpu EOU.
[IpeacepaHo TpenTeHe WM MbBXACHE € HMHAyHupano npu 10 ot 12
NauyveHTy, npu kouto e npoeaeHo EDU. Ilpu Tpuma nmauueHTtu €
ycTaHOBeHa AUCGYHKIIMSA Ha CHHyCcOBHs Bh3en [Stevenson W., 1990].
[Ipu um3cienBaHuTe OT HAC MAlMEHTH HAMAa JaHHU 3a MPEACHPIHO
TpenteHe uiau MmbxaeHe Ha EKT', HO orpaHnyeHue Ha MPOYyYBAHETO €
nuncara Ha Xontep EKT u EOU.

IIpu w3cnenBaHuTe OT HAC MAIMEHTH JIEBOKaMEpHATa CHCTOJIHA
¢yHkuus e 3amasena. CaMo npu eOuH HauumeHT Ha 67 ropn. Oemie
ycranoseHa JIK cucronna muchynknusa ¢ ®U 40% Oe3 mposiBu Ha
chpaeuHa HemoctaThyHOCT. [Ipu chimus manuent Ha EKD u Xonrep
EKI' Osixa perucTpupaHd HOJIMTONHU KaMEpHHU eKcTpacuctoiu-1V
kinac mo Lown. Ot anamHe3ara Ha mamueHTa He OsXa yCTaHOBEHH
puckoBu daktopu wim cumntomu Ha MBC. Crpec Tect He Oeme
MPOBEJEH TMOpaayd HEBB3MOXXHOCT OT CTpaHa Ha TMalueHTa Ja
W3BBPUIM  HEOOXOAMMOTO  ()U3MYECKO  HATOBapBaHEe  IOPaIH
MycKyaHata ciaboct. KamepHaTa ekcrpacucTojiHA apuTMus Oeiiie
OTHOCHTEIHO MPOTHBOIIOKa3zaHue 3a ¢apmakonormydeH (JoOGyramun)
crpec TecT. [laumeHThT He Oemle MOTHBHpaH 3a CEJIEKTHBHA
KOpOHapHa aHTHoTrpadus.

IIpu nzcnenBanute oT Hac manueHTn ¢ ®CXMJ] Gemre yctaHOBeHA
OTHOCUTEIIHO BHCOKA 4ECTOTa Ha CYOKIMHHUYHO CHPIEYHO 3acsiraHe.
[Ipn oxomo egHa YETBBPT OT NAIMEHTUTE HMMa JaHHHU, KAaKTO 3a

45



Hapywena JIK noHrutynunHanana cucronHa (yHKUUS, Taka W 3a
HapymeHa JIK penakcanus. B nwmrepatypata He cpemiHaxme
npoyusane npu manuentd ¢ PCXM/I, npu koeto moapoOHO na ca
W3CIIEABAHN TE3U TOKA3aTEIH.

3.6.CbPAEYHO 3ACATAHE TIIPU TNAIUEHTH C
MUTOXOHAPUAJITHU MUOITATUHN

MzcnenBanw ca 17 marueHTH ¢ MUTOXOHAPHUATHN MAOTIATHH (Ta0I.
23). JlBaMa OT MalmUEHTUTE UMAT aHAMHECTHYHU AaHHH 3a AX.
OcraHamuTe MalUMeHTH Ha CchoOIIaBaT 3a  MPUAPYKABAIIH
3a00IIIBaHus WIIH PUCKOBU (PaKTOPH.
Taoaunma 23. Jlemorpadcku W KIMHWYHW AaHHU TPH TAUCHTH C
MWUTOXOHAPUAIHU MUOTIATHH.

IMoka3atenn Pesynratn min/max
Bwb3pacr, rog 41,65+16,34 13-67
MbiKe/skeHn 7/10

PbeT, cm 166,47+9.,46 152-178
TerJo, Kr 63,29+14,70 41-95
BSA m* 1,71£0,21 1,33-2,13
CY yn/mun 73,24+12,99 45-93
CAH mmHg 120£12,25 110-140
JAH mmHg 80+7,07 70-90

Ilpu eauH manMeHT € perucTpupaHa cuHycoBa Opamukapaus (CH
45/mun) Ha EKT, 6e3 kuHUYHU cuMITOMH. [Ipu TprMa MalueHTy e
HaOI0aBaHO HecTeNUPHUYHO YAB/DKaBaHE Ha BbTpeKamepHaTa
npoBoaumMocT ¢ QRS mox 120 ms.

Ot exokapauorpadckoTo U3cieaBaHe € ycTaHOBeHa HopManHa DU
MPU BCUYKH HM3clieBaHN nanueHTn (Tadn. 24). [lpu oceM manueHTH
(47,06%) e ycTaHOBEHA MOHMKEHA CHCTOJIHA MHOKapAHa CKOPOCT Ha
CETITaJIHUSI MUTPAJICH NIPbCTeH U npu 1ect (35,29%) Ha narepanHus.

OT nokaszaTenuTe 3a TuacToiHa (GYHKIUS 3a TpyraTa U3CIeIBaHU
HNanueHTH ¢ MUTOXOHAPHATHA MHONATHU € YCTaHOBEHa yBelIMueHa
MakCHUMajHa CKOpOCT Ha IIbJIHEHE B Teneauactona (A BbIHA),
yABIDKEHO BpeMe Ha nenenepanus (DT), nHamanena paHHa quacToiiHa
CenTajHa M JarepaiHa ckopocT (e‘). OTKIOHeHHs B MOKa3aTeluTe 3a
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muactonHata (YHKOHMS ca ycTaHoBeHHM mnpu geser (52,94%) or
W3CIIe/IBAHUTE MAlMEeHTH. Y cTaHoBeHU ca HopManuu JIK mokazatenu.
Taémmnua 24. OcHOBHU eXOKapauorpadcku pe3ynTaT MalUeHTHTE C
MuUTOXOHIPHUATHA MUOTIATHHI

Moxa3zarenn Pesynratn min/max
JKIAP, mm 46,00+4,57 38-54
JIKCP, mm 28,94+4,85 21-35
®U Sim, % 66,76+5,74 58-77
®DC Teih, % 37,77+5,99 35-45
s septal, cm/s 9,07+1,75 7-14
s lat, cm/s 10,59+£2.49 8-14
E/A ratio 1,55+0,80 0,76 - 2,50
DT (ms) 205,53+49,28 136,00 - 350,00
e’ septal, cm/s 11,12+2,43 8,0 — 15,00
e’ lat., cm/s 13,74+4,48 9,10 - 21,00
E/e’av ratio 5,87+1,56 4,67 -9,14
JAK, mm 24,18+2,64 19-29
TAPSE mm 23,35+3,21 19-26
s (1K), cm/s 12,73+£3,07 9-18
3akii0ueHue
1. Iaronmormunu EKI' mpomenu ca ycranoBenu npu 23,5% ot
MaIMeHTHUTE.

2. He e ycranosena nonmkena ®U. Cyoknuanyna JIK cucronna
mucyHknms e ycraHoeHa ripu 47,1% oT nmanueHTure.
3. Jlexocrenenna JIK auactonHa nucyHKIUS € yCTAaHOBEHA IPU
52,9% oT marueHTuTe.
4. He e ycranoseno /IK 3acsrane.
O0cbiknane
3abonsBaHuATa, KOUTO CE€ JBDKAT HAa  MyTalllikd B
MUTOXOHJIPUAIHUS TEHOM  TIOKa3BaT  3HAYMTENHA  KJIMHUYHA
XETEePOTeHHOCT, KaTo Morar Ja ObJaT 3acerHaTv OTAEIHU OPTaHu HIIH
na ce HaOmoAaBa MYJITHCHCTEMHO 3acsiraHe. bl KaTo ChbpLETO,
MO3BKBT U NeprudepHaTa HEpBHA CHCTEMA Ca 3HAYUTEITHO €HEPrHiTHO
3aBUCUMH, TE€3HM OPraHM ca Hal-4YyBCTBUTEIHW HA MHUTOXOHJPUAIHU

nedextu [Nan D. et al., 2002].
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JlanunuTe B JUTEpaTypara MOKaBaT pa3sHOOOPAa3HO 3acsiraHe Ha
cepuero — JIK xuneprpodusi, aunaranus, CETMEHTHH HapyLICHUS B
KWHETHKaTa, CHUCTOJIHA MW JAWACTOJNIHA JAUCHYHKUUS, PHUTHMHO-
npoBonHN HapymeHus. [Ipum wn3crienBaHWTe OT HAC MAIMEHTH C
MHUTOXOHIpUATHY MHONATHH HE Oelle YCTAaHOBEHO KIMHUYHO
3HaUUMO CBHPAEYHO 3acsiraHe. belle ycTaHOBEHO NMPEIUMHO 3acAraHe
Ha JIK pgmacromna ¢yHKus u cyOknmHWYHO 3acsiraHe Ha JIK
cuctonHa ¢ynkmms. JIK xunmeprpodus, KakBaTo 4eTO € ONKCBaHA B
JIUTeparypara Ipu MauueHTd ¢ MUTOXOHApUATHU MHONATHH, Oele
YCTaHOBCHA IIpU TpUMa MALMCHTH, ABaMa OT KOUTO ¢ aHAMHCCTUYHU
nanan 3a AX [Limongelli G., 2010]. Ot peructpupanute EKI
MPOMEHHW, Hail-yecTa HaxoJlka € Hecnmeuu(PUYHO  YAbJDKEHA
BBTpEKaMepHa MPOBOAUMOCT.

48



3.7.CbPJAEYHO 3ACSTAHE nPu NAIIMEHTH C
TPAHCTUPETUHOBA ®AMUJIHA AMWJIOHW/IHA I10OJIU-
HEBPOITATHUSI

WscnenBaHuar KIMHWYCH KOHTHHICHT BKIIOYBAa 24 TaIllUCHTH.
Jlemorpadckure, KIMHAYHA W TEHETWYHU JAaHHHU ca TPEJCTABCHU B
Tabu. 25 u durypa 5.

Tadamua 25. Jlemorpadckn ¥ KIMHUYHH JaHHU NPU TAUCHTH C
DAIL

PesyaraTu
58,83+5,95
13/11
170,96+9,62
63,08+9,74
1,73+0,16
82,75+19,43
107,86+27,14
70,24+16,32
53,46+6,97

4,96+2,74
Bpoii nannenTn
24

24
18
8

17

49



®durypa 5. PasnpeneneHue Ha U3CIIEIBAHUTE NAUMEHTH CIIOPEA BHIA
Ha MyTaIusTa.

GIUS9GIN
n=17 (71%)

Val30Met Ser77Phe

n=3(12,5%)  n<3(12,5%)  Scro2Pro

n=1 (4%)

bpoii nauueHTH

MyTauum

[ManpeHTUTE Ca pa3leleHd B TPH TIPYNH CIOPEH TEKEeCTTa Ha
3acsiraHe Ha nepugepHara HepBHa cuctema (dwur. 6).

@urypa 6. PasmpeneneHne Ha DauMEHTUTE Bb3 OCHOBA Ha
HEBPOJIOTUYHHUS CTAIUI.

Il ctaguid

Il ctaguii
n=3

bpoii nauueHTH

HeBponoruueH craguii

[Tatomornuan mpomenn B EKI' ca perucrpupanu npu BCHUKH
M3CIIeBaHN TanueHTH (Tabdm. 26).

IIpu 20 nanmenTu e nposeaeHo 24-yacoB Xontep EKI" n3cnensane
(tabn. 27). Ilpu eavH M ChIIM MAaUEHT € PErHCTPUPAHO MOBEYE OT
€/IHO PUTHMHO-IIPOBOJHO HapyIlEHHE.
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Ta6smuna 26. EKI' npomenu npu nanuenture ¢ GAIL

EKT npomenu

Bpoii nannenTn

%

ITaTtonornuna EKI’

Hucbk BOJITAXK B
nepud. oTB.

CHHYCOB pUTBM

Putrbm oT
KApAHOCTUMYJIATOP
IIpencbpano MbiKIeHe
— XpPOHUYHO

A-V 6aok | crenen
A-V oaok |l crenen
JBbb

JABb

JIXb

IlceBponngapkTen
o0pa3

22
11

21
1

W o1 NN W

91,7
45,8

87,5
4,2

8,3

33,3
4,2
12,5
8,3
20,8
12,5

Tab6auua 27. PUTBMHO-TIPOBOJIHY HapymieHHs: OT 24-4acoB XonTep
EKT npu nauuenture ¢ GAIL
 OPUCTBITHO NPEICHPAHO MBXKACHE

Xoarep EKI' - 20
NanueHTa

Bpoii nauueHTH

%

Hankxamepnn Ex
Kamepuu Ex

M’

IMay3u < 3 cek

A-V 6aok |l crenen

N O

1

35,0
35,0
30,0
10,0
5,0

Exokapnuorpadckute pesynraté ca npenctaBeHd B tadm. 28, 29.
[laTonmornyHn TPOMEHU ca YCTAaHOBEHH MNPH BCHYKH H3CIIEIBAHU
MAlMEeHTH. YCTAaHOBEHO € 3HAYMTENHO 3a1e0essiBaHe Ha CENnTyM H
3CJIK na JIK, yBenmueHa MycCKyJHa Maca M Pa3jIM4Ha MO TEXKECT
nuactonHa auchyHkius (purypa 7). HabmogaBa ce HapacTBaHe Ha
roseMuHara Ha JIII ¢ yBenuyaBaHe Ha TEXECTTa Ha JIMACTOJIHATA
nuchynakimsa. Yetupuma nammentn (16,7%) ca c¢ monmwkena JIK
(dpaxus Ha n3TnackBaHe mox 50%, HO MPHU BCHYKH Ca YCTaHOBEHH
MOHW)KEHU CUCTOJIHM MHUOKapJIHU CKOPOCTH Ha MUTPAITHUS KJareH
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npbeTeH. 3anedensgBane Ha cBoOonHATa cTeHa Ha JIK nva npu Bcndku
W3CIIeBaHN TAIMEHTH, Karo 3aJe0esiBAaHEeTO € MO M3Pa3eHO MpH
nanueHTure ¢ no-ronsaMa JIK mMyckynHa maca M TeXka JUAacTOJIHA
mcoynkms. Ilepukapaen m3nuB e ycranoBeH npu 12 (50%) or
nanuenTure. [Ipu net or nanueHTUTE NMa 3aAe0eNIBaHe Ha KJIAITHUTE
miatHa. [Ipu oceM oT manueHTuTe € ycraHoBeHa JiekocterneHHa (1o 11
CTEIEH) MHUTpalHa MHCY(QUIMCHIUS ¥ IPH eIUH — YMEpPEeHa aopTHa
WHCY pUIeHus.

®urypa 7. PasnpeneneHue Ha NAaMEHTHETE CIIOPEXN TEKECTTa Ha
JMACTOJHATA JUCHYHKIHSA.

YmepeHa
n=4, 1

[Ipn mectHajeceT MAaLMEHTH W LIECTHAIECET 3IpaBU KOHTPOIH,
CHOTBETHH TI0 TOJ U Bb3pacT e ochuiecTBena speckle tracking ExoKI®
W € HalpaBeHa OICHKa Ha IIOOANHUS M CeTMEHTEH JIOHTHTYIUHAJICH
crpeiin. Ilpu asere rpynu nauunentu ®U e B pedepeHTHH TpaHUILIY,
Karo MO HHUCKM CTOMHOCTM €a HM3MEPEHH B IpynaTta MNalueHTH -
58+8,6% B cpaBHEHHE C KOHTpoJIHaTa rpyma - 66+5,4%. Bcuuku
exokapauorpad)CKu TapamMeTpu B KOHTpOJIHaTa TIpyma ca B
pedepeHTHH rPpaHHLIH.
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Tabimuma 28. OcHOBHHM exokapauorpaCKu  pesynTaTH  IIpHu
namuenture ¢ GAIL

Iokazarenn Pesyaratu min/max
Centym, MM 17,96+3,39 13-24
3CJIK, MM 17,134+2,47 13-24

JIK maca, rp/m? 243,37+60,17 119-346
JII — o6em, mu/m? 39,97+17,04 11,73-60,7
DU % 58,58+9,64 32-70

s septal, cm/s 5,53+1,56 3-8

s lat, cm/s 6,01+1,77 3-9

E/A 1,51+1,08 0,34-4,58
DT, mcek 202,48+69,85 116-377
e’ septal, cm/s 5,01 £1,57 2,0-8,2

e’ lat., cm/s 6,68 = 1,85 3,0-10,2
E/e’ 13,27+4,26 6,79-23,67
JIK, MM 25,33+4,90 15-34
TAPSE mm 17,45+3,03 10-21

s (JIK), cm/cek 10,93+3,93 8-20

Taoauua 29. OCHOBHM KIMHUYHMA M €XOKapAUOTpa)CKU MOKa3aTeI
CIIOpEJ] TeKECTTa Ha AUACTONHATA JUCHYHKIHS.

Juacronna Jleka YMmepena Texka
auchyHKIusA

Manuentn (N) 9 4 11
Bw3pacr, roa. 58,4+7,3 59,0+4,9 59,1+5,7
AX 2 3
JlaBHoOCT, TOA. 5,1£3,5 4,5+2.65 5,0+£2,28
JIK maca rp/m? 206,6+56,6 201,3+38,5 288,76+33,6
E/A 0,7+0,2 1,2+0,4 2,3+1,1
DT mcek 271,11+54,50 173,5+60,1 164,7+40,8
¢’ septum, cm/s 5,7£1,5 4,5+1,7 4,7+1,6
e’lat., cm/s 7,2+1,94 6,5+1,7 6,4+1,9
cp. E/e’ 9,242,1 13,0£1,8 16,7+3,0
JIIT o6em mu/m? 26,8+15,8 41,9+7,7 46,4+17,1
A oy Mmm? 16,6+4,2 20,0+£3,3 22,1+2.3
JK cB. cTeHa, MM 7,£0,9 6,842,2 8,3%1,2
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Ilpu Bcuuku wuscnenaBanu mnamueHTH ¢ PAIl e ycraHoBeH
3HAUUTENIHO HaMajeH rinobaneH JIOHTHTYJUHAJCH CTpPeWH B
cpaBHeHHE ¢ KoHTpoaHarta rpyma (Tabum. 30, ®wur. 8). CroliHOCTHTE HA
CEeTMEHTHHS JIOHTUTYINHAIIEH CTPElH, CHIO0 ca MO-HHUCKH B rpymnara
MAIMeHTH B CPaBHEHHE C KOHTPOJIHATA TPyIa, KaTo Cce YCTaHOBSBA
3HAUMUTENIEH TPaJUCHT OT OCHOBaTa KbM BBpXa ChC 3ala3BaHe Ha
CETMEHTHHS CTPEH BBB BBPXOBHUTE cerMenTH (Tabu. 31, ¢ur. 9,10).

Tadauna 30. [moGanen noHruTyauHaneH ctpedH u OU mpu
MAIUEHTH U KOHTPOJIH.

Mauuentn Kounrponn P value
n=16 n=16
I'no6anen -9,5+2.,6 -18,9+2,5 p<0,0001
JIOHTUTY/IHAJIEH
crpeiin %
®U % 58+8,6 66+5.4 p<0,0001

®@urypa 10. JloHrutyauHaneH cTpeiH Ha 0a3ajaHO, CPEeIHO, BHPXOBO
HUBO U muctanHus anekc. Cepust 1 — mauuentu ¢ OAIL; Cepus 2 -
KOHTPOJIU

O w———
. . -
Z _10 —
E 15 -
) -20 |
25

1 2 3 4

B Series1 2,7 7,9 13,3 20,8
Series2 17,3 16,5 19,4 20,9
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Ta6auna 31. CerMeHTEH JOHTUTYAMHAIEH CTPEHH NpH MaleHTH U
KOHTPOJIH.

Cermentn IManuenTn Kontpoau
n16 nlé
IIpenen -245
JomHo- -3,48 -29,3
JatepaneH

Jornen centym -1,78 -24,8

JonHo-

naTepaneH

Jonen centym
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®@urypa 11. JIK noarutyauHaneH crpeitd mpu namuent ¢ GAIL

UMBAL ALEXANDRO\
CARDIOLOGY CLINIC

0

e
[ 55 |
[ 2]
[ ]
3
[
[=]
Lus |
[ o]
=

C 3

Crnen oboOmaBaHe Ha TONyYEHUTE pe3yiTaTH Oelle MOThpPCEeHa
3aBUCHMOCT MEXIY HSKOM KIMHUYHUA U JeMorpaCcku IoKa3aTesu
KaTo BB3pacT, IOJ, CTaiuii Ha 3a00JIIBaHETO, BpEME OT IIbPBUTE
cumntoMu, BMI, reHeTnyHa MyTanusi U HSIKOU OT MOKa3aTeIHUTE 3a
cbpaeuna ¢pyHknus. OcBeH ToBa Oellle MPOBEPEHO Aai HATHIUETO Ha
aprepuajiHa XMIIEPTOHUS TPH TMAIUEHTUTE BOIU O IO-TEKKH
MPOMEHU B ChpjAcYHATA (DYHKIMS M Jalld OKa3Ba BIHMSHUE BBPXY
MPOSIBUTE HA ChPACYHA HEJJOCTATHYHOCT.

AHaau3 HAa BpPb3KATa MEXKIy JAHACTONHA JTUCHYHKOHS W
H3CJIeIBAHUTE MOKA3aTeH

Ot Tab6a. 32 craBa SCHO, Ye€:

e Ilpu BTOpHM cTaamii Ha 3a0OJSBAHETO JieKaTa JUACTOJIHA
TUCQYHKIHS € ChC CHUTHU(HUKAHTHO MO-BHCOK OTHOCHTENEH JSI OT
OCTaHAJIUTE zmc@yHKuI/H/I, JIOKaTO TpU TPETU CTAAMM  ChC
CTaTUCTUYECKHU MO-BUCOK MPOLEHT € TeXKaTa TUCQYHKIHS;
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o Ilpu ['enmernuna myramus Glu89GIn cbe curanpuKaHTHO
MO-BUCOK OTHOCHUTEIICH JISUT CIIPSIMO JIeKaTa JUACTOHA JUCHYHKIUS €
yMepeHaTa, J0KaTO TeKKaTa UMa MEKIUHHA CTOWHOCT;

e B ocranamuTe ciiyuan He C€ YCTAHOBSIBA CTATUCTHUYCCKU
JIOCTOBEPHA BPB3Ka MEXKIY JAMACTOJHATA AUCHYHKIUS U OCTAHAIHUTE
MOKa3aTeJIH.

Taboauma 32. YecToTHO pa3mpeneicHHE Ha MAIUESHTHTE IO ITOJI,
cTaauii Ha  3a00JsIBAHETO, TCHCTUYHA  MYyTallus, ChpJAcyHa
HEJIOCTATHYHOCT, apTepUATTHA XUTICPTOHUS U JUACTOHA TUCHYHKITHS.

JuacronHa qucyHKums

Iloxa3aren Kareropua Jleka Ymepena Texka
N % N % N %
Mnbx 6 66,7° 1 250 6 54,52
ITon
Kena 3 33,3 3 75,0 5 45 5%
1 3 333 3 750% 2 18,22
Cramadi w2 3 333 o0 00° 0 0,0°
3a00JIIBaHETO ! ' ’
3 3 333 1 250° 9 81,8
Ser77Phe 1 11,1* 0 00 2 18,22
R —— Glu89GIn 5 55,6 4 100,0° 8 72,7%
MyTaus Val30Met 2 2222 0 0,0* 1 9,1°
Ser52Pro 1 11,1 0 00* 0 0,0
Chbpaeuna He 6 66,7° 2 50,0° 6 54,5°
HENOCTATRUHOCT 15 3 333 2 50,00 5 4552
AprepHana He 7 778 1 250* 8 72,7%
XHIIEPTOHUA Ia 2 22,2 3 750 3 27,32
3akiouenue

1. CumnTomartn4Ha ChbpAC€YHA HENOCTATHYHOCT € yCTAaHOBEHA INPH
41,7% ot manueHTuTe.

2. YcraHOoBeHa € BHCOKa 4YecTOTa Ha PHUTHMHO-IPOBOJHH
Hapymenus (64,7%) va EKT u Xonrep EKT'.

3. llepukapaeH U3JIUB € ycTaHOBEH IpH 64% OT MalMeHTHTe.
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4. Vma manam 3a 3amneOensBade Ha JIK mpw BCHYKHM M3CiIeaBaHU
MalMeHTH cbe 3ana3ena cuctoina JK ¢pynkuus.

5. VYcranosena e pasnuuna 1o Texect JIK nuactonHa nucyHKIus
IpU BCUYKM M3CIEIBAaHU MAlMEHTH — HapylleHa peaKcalus
mipu 37,5%, ymepena mipu 16,7% u texxka mpu 45,8%.

6. VYcranoBeHa e HamasieHa ®U npu yermpuma (16,7%) ot
U3CJICBAHNTE MAIIUEHTH.

7. VYcraHoBeHa e 3HaunTenHO HamaneHa JIK moHrurynmwHamHa
cUcTONMHA (YHKUUS TpPU BCHYKH M3CIEABAHW MAlMEHTH —
HaMaJIGHW CHCTOJHHM CKOPOCTH Ha NPBCTEHA Ha MUTpajHaTa
KJlara ¥ HaMaJleH I7100aieH JOHTUTYANHAJIEH CTPEeiH.

8. VYcranosen e 3HAYUTEITHO MO-HUCHK peruoHaieH
JIOHTUTYAMHAJICH CTpelH B OasanmHure cermeHTH Ha JIK B
CpaBHEHHE C BbPXOBUTE CETMEHTH.

9. VYcranoBeH e mapanenu3zbM Mexay mnporpecusta Ha KMII u
nepudepHara MOJMHEBPONATHS, HO HE M C BB3pacTTa, MOJja,
WTM u BpeMeTO OT IbPBUTE CUMIITOMH.

10. IlpenmecTBamara AX He BOIU O CUTHU(WUKAHTHO IIO-TOJISIMA
MYCKyJIHa Maca U TeXecT Ha AUACTONHATa UCHYHKIIHS.

11. pyru daktopu ocBeH Texkecrra Ha JIK  auchyHkums
JOIPUHACAT 3a KIMHNYHAaTa u3sia Ha CH.

Oobcbxnane

[Ipu BcuukyM u3cneaBanu ot Hac nmanueHtd ¢ @AIl uma gaHHM 3a
nepudepHa TOJMHEBpHONATUS M ChpACYHO 3acsrane. Yecro
3a00JIsIBAHETO 3aII04YBa C Kapraa TyHel CHHAPOM. YecTo cpeliaHa € u
AaBTOHOMHAa HEBpOMaTHsi C TMpOsSBH OT CTpaHa Ha TacTpo-
WHTECTUHAIHMUS TPAaKT, MHUKIHMOHHU HapylmeHHs, XurnoToHus. I[lpu
HUTO €IWH OT MalUeHTUTEe HsAMa JaHHU 3a ObOpedHo 3acsArase.
Copueunoro 3acsrane € noji popmara va KMII, natonoruunu EKI
IIPOMEHU U PUTHBMHO-IIPOBOJHM HapyuieHus. Hail-uecto cpemanure
EKI' mpomenu ca HHCBHK BOJTaX B HepU(epHUTE OTBEXIaHUI, A-V
onok | cr. nu JIIIXB. Or pUTBMHO-IPOBOJHHUTE HApYyILIEHHUS Hai-
rojasMO KIMHUYHO 3HAa4eHWe UWMaT HapylmeHusita B A-V
MIPOBOAMMOCTTA, KOWTO MOraT Ja HajoXaT HMIUIAHTHUpPAaHE Ha
[IOCTOSTHEH ~E€JIEKTPOKapAUOCTUMYIATOP, KaKbBTO € CIydasT IpH
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JBaMa OT M3CJIEIBAaHUTE OT Hac manueHTH. [IpeacepaHoTo MBXKAEHE €
JOpPYroTO PUTBMHO HapylIeHHE C KIMHUYHO 3HAYeHHUe, IMopaau
MOBHUUICHUS] PUCK OT eMOOINYEH MO3bYEH HHCYIT U HEOOXOAMMOCT OT
aHTHKoOAryjJaHTHa IpoduiakThka. Bucokata kamepHa 4ecToTa IpH
TO3M BMJ PUTBMHO HapyIICHHE MOXE IONBJIHUTEIHO A2 BIOIIN
XeMOJMHaMMKaTa M Ja JOBeJe JO0 TMposBH Ha ChbpJcYHA
HEI0CTAaThYHOCT.

Tummraao 3a ammmongaara KMII e 3aaebensBaneTo Ha MHOKapa,
KaKTO Ha JisBaTa, Taka W Ha AsgcHaTa Kamepa. [Ipu ToBa 3abossiBaHe
HE € YMECTHO JIa C€ U3I0JI3Ba TEPMUHBT ,,XUIIEPTPOPH“, Thil KaTO HE
ce HaOmromaBa XWNEPTpOopHUsS HA MHUOIMTUTE, a EKCTpameTyIapHO
HATpyIBaHE Ha aMWJIOH[. 3HAUYMTETHO 3ajicOesiBaHe Ha MUOKap/aa Ha
JIK Gemie ycTaHOBEHO NPW BCHUYKH HM3CICIBAHH OT HAC MAIMEHTH, C
pasnuyHa IO TeXecT AuacTosiHa IucyHkuus. beme ycranoBena
3HaunTenHa auiartauus Ha JIII B pesynarar Ha 3atpyanenoro JIK
npJHeHe. [Ipy U3BBpIIEHUTE aHATH3H Ce YCTAHOBSIBA CUTHU(DUKAHTHO
MO-BUCOKa YeCTOTa Ha TEXKKa TUACTONHA AUCQYHKIHS TpPU TpPETH
HEBPOJIOTHYEH CTaguil Ha 3a00JsBaHETO, KOETO FOBOPH 33 M3BECTCH
napanenu3bM B 3acaranero Ha ITHC u cwpuero. He ce ycraHossiBa
CUTHU(HKAHTHA pa3inKa MeXJy TeKecTTa Ha JIHacTOIHATa
TUCQYHKIMA M OCTaHAIWTE H3CJIEABAaHM IMoKa3arenuTe. BeposTHO
TOBa Ce IbJDKU Ha pas3inyHa NEHETPaHTHOCT Ha OoJsecTa.

W3zsBeHa cucromHa AMCQYHKIUS C TIOHIDKEHa (paknus Ha
W3TIIaCKBaHE C€ Cpella MO-PAAKO, HO MpPHU BCHUYKM MalMEHTH Osxa
YCTaHOBEHHU 3HAYUTEIHO MOHIKEHH CHCTOJHH MHOKapIHH CKOPOCTH
Ha MpbCTEHAa HAa MUTpajHaTa Kjlama, U3MEpPEeHH C ThKaHEH JOIIep,
KOETO € TMoKa3aTesl 3a HamaneHa JoHrutyauHanHa JIK cucronna
¢ynkuus npu 3anazeHa @M. Ilo oTHOIIEHHE yCTaHOBSIBAHETO HA
cyoxmmanuHa JIK nuchyHKnus Hali-iepCHeKTHBHUA Ha TO3W €Tall ca
MOKa3aTeNnTe 32 MUOKapaHa Aeopmannsg U Hali-Bede MHOKAPIHUAT
strain [Lindqvist P., 2006]. [Ipu HamuTe NanMeHTH, HAPYIICHUETO B
noururyauHainata JIK cucronna ¢yHkums Oemre MOTBBPAEHO 4pe3
u3MepBane Ha JonrutyauHanaus JIK crpeitn cwe speckle tracking
exoxkapauorpadus. IIpu ToBa wu3cnenBaHe Oemle H3MOA3BaHA
KOHTpOJIHA Tpyla, Mopaad HEAOCTaThbyHATa BaJMAalMs HA METOJa
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MpHU  pa3MYHHUTE eXxokapauorpadcku amapatv. beme ycraHOBeH
3HAYUTEIHO TIOHW)KCH TJI00AJieH JIOHTMTYJIWHAICH CHUCTOJUYCH
CTpeliH B Tpymara NalMeHTH C aMIIOWIHA KapIUOMHONATHS B
CpaBHEHUE C KOHTPOJIHATA Ipyna, HE3aBUCUMO OT HopMmanHata OU.
To3n dakT gacTmuHO MOXKE na ObIe OOSICHEH C OTJaraHeTo Ha
aMWIOUJ MIPEIUMHO B CyOCHIOKApAHUS CJIOW, KBJACTO MUOPUOPUTE
MMaT JIOHTHTYAMHAIHO pasnosnoxkenue [Maceira A.M. et al., 2005,
Sebastian J. B. et al., 2012]. Bemre ycTraHOBEH CBINO TPaAUEHT Ha
CEeTMCHTHHS JIOHTUTYAWHAJICH CTpPeiH OT 0aszata KbM BBpXa. B
0asaJIHUTE CEerMeHTH Oe€llie YCTaHOBEH 3HAYMTEIHO IO-HUCHK
JIOHTUTYJMHAJICH CTPpEHH B CpaBHEHHE C BHPXOBHTE CerMeHTH. Tasn
HaxoJKa € OIMCaHa B JIUTepaTypaTa M MOXE Jia TIOCIYKH 3a
mudepennuanta auardoza ¢ XKMIT u apyr Bun JIK xumeprpodus
[Bahaa Fade et al., 2013].

Ilpn Bcuukm manmeHTH Oerie ycTaHOBEHO 3ajebersiBaHe Ha
cBoOoHara creHa Ha JIK, kaTo mpu OKoJIo eqHa TpeTa OT MalueHTUTE
nMa peqyKIus Ha HAKOW OT mokaszarenute 3a JIK cucronna GpyHKIus
[Cappelli F., 2012]. He Oemie perucTpupaHo MOBHUIICHHEC Ha
0emoIpOOHOTO  apTepUANIHO  HaJlIAraHe. YCTaHOBEHAaTa  KJalHa
WHCYQUIIMEHIIMS BEpPOATHO c€ JBbJIDKM OT €JHa CTpaHa Ha
3a7e0eNsIBaHeTO Ha KJIAITHWUTE TUIATHA B PE3yJITAT HA HATPYIBAaHE HA
aMUJIOW W OT Jpyra B pe3yJiTaT Ha MPOMEHEHa apXUTEKTOHHWKA Ha
MOJKJIANHUS  amapaT Ha MHUTpajHaTa Kiana oOT 3HaYUTEIIHOTO
3ane0ensaBaHe Ha MUOKap/a.

IlposiBn Ha cbpAeuHa HenOCTaThbUHOCT mMame npu 37,5% or
nanueHTure. He Oeme ycTaHOBEHA 3aBUCHMOCT MEX[Y MPOSBUTE Ha
Chbp/IeYHa HEJIOCTATHYHOCT U TEXKECTTa Ha JMACTOHATA TUCHYHKITHSL.
JHpyru dakropu ocBeH Texectta Ha JIK nucdyHKIms gonpuHacAT 3a
knuHuuHata u3ssa Ha CH. TakbB ¢akTop € (pU3NUeCcKus KanaiureT.
IMopann Hanmumero Ha mepudepHa MOTUHEBpomnaTus, (pu3mueckara
AKTUBHOCT € 3HAYWTEIHO OrpPaHWYeHa W HAKOW OT TAIMeHTUTE
MOJI3BaT TIOMOIIHU CpelcTBa. bemie ycTaHOBEHO, Y€ HAIMYHETO Ha
npenmecTana AX He BOJIH JIO TO-TOJIsiMa JIMACTONIHA JieOeNHa Ha
JIK u mo-Texka auacroiiHa TUchyHKIHS.
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W3BO/IM:

B rpynara ot 204 uscnenBanu OT HAC MAIMEHTH C HACIEACTBEHH
HEBPO-MYCKYJIHU 3a00JISIBAHHS YCTAaHOBSBaME C BHCOKA YECTOTa,
pa3IMYHO IO CTENeH CBhPASYHO YBpeXkIaHe mon dopmaTa Ha
3acsiraHe Ha MHOKap/a 1 MPOBOJHATA CHCTEMa Ha ChPLETO.

[Ipu mamuenTure ¢ aucrpoduuonaruu (ITMJI turr JlformeH u Tam
Bexep) yBpexnanero Ha ceprero € mo Ttuma Ha JKMII c
KIMHUYHO 3HauuMa cuctonHa gauchyHkuus wHa JIK n
CYOKJIMHWYHA JMacToNHAa JUCHYHKIUSA, KOATO MpEAlIecTBa
CUCTOJIHATA.

IMpu mnammenture ¢ TpaHcTHpeTnHOBa (aMUIIHA aMHIOWAHA
MOJIMHEBPOMATHS C€ YCTAHOBSIBA KapJUOMHOMATHS C Pa3IMIHA T10
TexecT AuactonHa nuchynkus Ha JIK u cyOknmHIYHA cucToTHA
TUCHYHKITHSA.

Haii-Bucoka uectrora Ha PUTHBMHO-TIPOBOJAHM HapyLICHUS Ce€
yCTaHOBSIBA MIPH MalMeHTuTe ¢ MuoToOHNYHA AucTpodus tum 1 u
TpanctupernHoBa (haMHITHA aMUIIOMTHA TIOJHMHEBPOIIATHS.

B nepuoja Ha uscnenBane Ha rpynara OOJHH ¢ HEBPO-MYCKYIHU
3a00JIsIBaHMUS, IECHOKAMEPHO 3acsiraHe ce YCTAaHOBSBA PSJKO U B
JIeKa CTeleH, KOETO BEPOSTHO C€ MBDKM Ha I0-MalKOTO
CJIeTHATOBapBaHe

OTKIIOHEHUS B ONPEICTICHU TIOKa3aTelln 3a OLICHKA Ha CHCTOTHATA
u nuacrosiHata ¢pyukius Ha JIK, usmepenn ¢ TDI (s,e”) ce siBsiBaT
M0-paHo B XOfa Ha 3a00JNISBAHETO W MOraT Jla Ce HM3IOJI3BaT 3a
yCTAHOBSIBAHE  Ha  CYOKIMHUYHO  CBHPACYHO  3acsrase,
Mpoclie/isBaHe Ha TMAlMEHTUTE W CBOEBPEMEHHO MpHIaraHe Ha
CHOTBETHO JICUEHHE.

Upes wuscieaBaHe Ha MHOKapaHaTa aedopmarus cbe Speckle
tracking ExoKI" ce ycTaHoBsBaT CyOKJIMHHUYHM ITPOMEHH, KaKTO B
rio0anHaTa, Taka M B peruoHanHara chpieuHa ¢yHkuus. [lpu
W3CIIEIBAaHUTE OT HAac MalUUeHTH ¢ TpaHCTHpeTHHOBa (aMuiIHA
aMUJIOW/IHA TIOJIMHEBPOIATHS CE yCTAHOBSBA HaMalleH riio0aieH
JIOHTUTYJUHAJIEH CUCTOJIMYEH CTPEeHH npH 3amazeHa OU, a cpuio
0a3anHO-alMKaJIeH IPaAUeHT Ha JIOHTUTYJUHAIHUS CTperH. Tazu

61



10.

11.

12.

13.

HaxoJKa ¥Ma BaXXHO [WArHOCTHYHO ¥ Au(epeHIraIHo-
JUarHOCTUYHO 3HAYEHHE, KAKTO IO OTHOIIEHHE IOCTaBiHE Ha
JUarHo3a  aMWIOMJHA  KapAMOMHOMNATHs, Taka M 3a
pasrpann4aBaHeTo ¥ ot ApyrH Bupose JIK xumeptpodus.
Omnpenenenn  EKI' mpoMeHu B chueTaHWE C HEBPO-MYCKYJIHH
MpOsIBU MOrat Aa ObAaT TMarHOCTHYHH.

Twit kato mpu manueHtute ¢ HM3, mposBuTe Ha ChpaedHa
HEZOCTAaThYHOCT C€ MAacKHpaT OT OrpaHWYeHaTa UM (u3uyecka
aKTUBHOCT € HEOOXOJMMO paHHO H3JIe[BaHE 3a OTKPHUBaHE Ha
ChpJEYHM TIPOMEHM U CHOTBETHA Tepamnus, BKIIOUUTEIHO
PECHUHXPOHU3HpAIa Tepanus U CbpJACYHA TPAHCIUIAHTALIUS.

I[pu mnammenture ¢ HM3 u ocobeHO mpu MAIMEHTUTE C
Mmuotonnuna auctpodus tun 1 u TpancTupeTHHOBa (QaMuiIHA
aMWIONIHA  TIOJMHEBPOMATHS €  HEOOXOMUMO  aKTHUBHO
MpocCesiBaHe 32 pUTBMHO-TIPOBOIHU HapyuieHus ¢ Xoatep EKT
c orien HaBPEMEHHO HMMIUTaHTUPaHE Ha
CJICKTPOKAPMOCTUMYJIATOP, HMHTpaKapauaieH jaedulOpuiaTop,
NpUIAraHe Ha JICYCHUE C AHTUPUTBMHH MEIUKAMEHTH WU
AaHTHUKOAryJaHT.

VYcTaHOBABa Ce€ 3aBHUCHMOCT MEXAY TEXECTTa Ha ChPJACYHOTO
3acsifaHe M TEXKECTTa Ha HEBPO-MYCKYJIHOTO 3acsraHe Ipu
naruerTure ¢ [IporpecuBHa MmyckymnHa nuctpodus Tun JromeH u
TpancTupernHoBa paMUITHA aMUJIOUIHA TTOJIMHEBPOIIATHS, HO HE
Y Tipy nanueHTuTe ¢ MuoronnyHa quctpodust tum 1.

VYcraHoBsIBa c€ 3aBUCUMOCT MEXAY TEXKECTTa Ha ChPICYHOTO
3acdaraHe W Bb3pacTTa Ha manueHTH c [IporpecuBHa MycKyiHa
muctpoduss tun [romeH, HO He W TpH TpaHCTHPETHHOBA
(hamMmutHa  aMWiIOWJHA ~ TONWHEBponmatus W MHOTOHHYHA
nuctpodus tar 1.

YcTaHOBABa C€ 3aBHUCHMOCT MEXAYy TEXECTTa Ha CBhPIACYHOTO
3acsAraHe ¥ HamalieHaTa BEHTHJIaTOpHa (QYHKLUS MPU MALUESHTH C
I[IM/] Tun JromieH, Ho He 1 ipu MuoToHnuHa nuctpodus tun 1.
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MPUHOCH

IIpuHOCH ¢ OpUTHHAJIEH XapaKTep

3a mepBM THT B bharapus ¢ NPOBEACHO CHCTEMATHYHO U
HACOYEHO MPOYYBAHE Ha ChPJCUYHUTE YBPEIKAAHUS TPH NAIUCHTH
C TPOTpecHBHA MycKyliHa auctpodus Tum JIfoleH ¢ pa3uvHd
TeHEeTHYHH Jie(peKTH B TUCTPOGHUHOBHS T'CH.

3a WBpPBU BT CE MPOYYBa CHPICYHUS CTATYC HA TPU JUCTATHU
muonarun: GNE mwuomarus /mucranna muonarus Tun Homaxa/,
aucTanHa Muomnatus ¢ aepunur Ha ¢uiamuH C WU aUCTanHA
MHOMATHS C TJIacOoBa U (hapHHIeaHa ci1abocT, KaTo MOCICIHUTE
JIBE ca OMUCAHU 3a MbPBU BT B bryrapus.

3a IIBbPBU OBT € OLCHCH CHPACYHHUA CTATYC Ha IrojiAiMa rpyra oT
IMalIUCHTHU Cc TPAHCTUPECTHUHOBA (i)aMI/IHHa aMHJIoOnJHa
MOJIMHEBPONATHs, MNPUYHHEHA OT Hal-yectaTa MyTalus B
owsrapckata nomynamus Glug9GIn

3a nepBu mbT B bearapus e wusnomsana Speckle tracking
exokapauorpadus 3a OIlcHKa Ha Tjio0anHa W peruoHanHa JIK
(YHKIUS MPH MO-TOJIIMA TPYyTa MalUeHTH ¢ KapIUOMHUOIIATHS.

IIpuHOCH ¢ NOTBBPAUTEIEH XapaKTep

VYcranoBeHna e Bucoka uecrora Ha EKI' mpoMmeHM U pUTBMHO-
MPOBOJHA HApYIIEHHWS T[PH MHUOTOHHYHA JUCTPOdUS THUI
[{aiiHepT.

YcTaHoBeHO € CyOKIMHMYHO chpaedHo 3acsrane u EKI mpomenu
pu (panmockamynoxymepaaHaTa MyCcKyiIHa TUCTPOQUSL.

He ca ycranoBeH:m 3HaYMMH CHPACYHU HAPYIICHUS TPU TOSC-
KpaiHuk myckynHute auctpoduu tun 2G u tum 2C.

YcranoBena e jekocrenenHa JIK muactomna aucdyHKIusS mpu
[OBeYE OT IIOJOBMHATA OT OOJHUTE C MHUTOXOHAPHAIIHU
MHOIIATHH.

YCTaHOBEHO € HANMYMETO Ha EXOKapAuoTpadCKu ToKa3aTelu
(TPKaHHM MHUOKApJIHU CKOPOCTH - S,€°), KOUTO MOrar ja ObaaT
M3MOJI3BaHN 332 paHHA MUAarHOCTHKA HA CHPACYHOTO 3acsiraHe u
MpOCIesiBaHe HA MIPOrPECUITa Ha MATOJIOTMYHUTE IPOMEHHU.
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Vcranoseno e, ue Speckle tracking exoxapmmorpadmusra
MPEeBB3X0KIa KOHBEHIIMOHATHUTE €XOKapAUOrpad)CKH METOIH 3a
OlLleHKa Ha riobanHara u pernonansa JIK ¢yHkuums, kakto u 3a
YCTaHOBSIBaHE Ha CYOKIMHWMYHU TPOMEHH | TpsAOBa ma Obnae
M3M0JI3BaHa B PyTHHHATA KIMHUYHA MTPAKTHKA 32 paHHA TUarHO3a
u audepeHrania Inarno3a Ha KapAMOMHUOTIATHH.
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