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E.O. KpaxmanoBa, o.M.H., 3aBeayiouias otaenom kapavonynsmononorun, B.A. YepHbILWIOB, o.M.H.,

[Y «MucturyT Tepanuu um. J1.T. Manon HAMH YkpauHei», r. Xapekos

Cnyyal HeKOMNakmHo20 MUOKap(a NEBo20 Xenynoyka
B COYEMAHULU G BPOX{EHHbIM NOpOKOM GEpOUd

Oc06eHHOCTU KIMHMUYECKOW CUMMTOMUTUKM, MOAXOAbI K AUUrHOCTUKE U JIEYEHMIO

HekomnakTtHbiii Muokapp nesoro xenypoukada (HMJXK) (cmnapom HM JIXK, ry6uatsbiit MMokapp) oTHocUTcS

K peaKMm U manousyudeHHbiM popmam kapamomuonartuii. CornacHo knaccudpukaumm KapaMoMMonaTuii,
npepnoxeHHo AmepukaHckoii accoumnauueit cepaua (AHA, 2006), HMJT)XX otHocuTca K nepBUYHBIM
reHeTUYeCKMM Kapanomuonatusam (Heknaccuduumnpyemoim kapguommonarusam). 3a6onesaHue HOCUT
HACNEACTBEHHbIN XAPAKTEP U SABASIETCA CNEeACTBUEM OCTAHOBKM MopdoreHesa B SM6pUOHANbHOM nepuoge.
Mopdonornuecku npu HMJIK umeer mecto aHomanbHas runeprpodus muokappa JIXK, kotopbiit cocrour

M3 BYX C/IOEB: BHYTPEHHErO, C HAJIMYMEM MHOTOUMCIIEHHBIX TPAGEKYN U MHOXXECTBOM QHOMGJIBHBIX XOPZ,

B nonoctu JDK, u Hapy)xHoro, ogHopoaHoro. MHO)XecTBEHHbIE NEepPeMbIYKU-6a5IKU BMecTe ¢ Tpabekynammu
GopMUpPYIOT LUMPOKUIA HEKOMNUKTHBIN ry6uaThlii CNov cepAeYHOM MbILLLbI, B TO BPEMS KUK Clol Of4HOPOJHOro
MMUOKAPAd, CNOCOGHOro K COKPULLLEHUIO, OCTAETCS TOHKUM, Takas U3SMEeHEeHHAs CTPYKTYpPd CEpAEUYHOM MbILLLbI
NPUBOAMT K 6bICTPO HAPACTAIOLEMY YXYZALIEHUIO COKPATUTENbHOM CMOCOBGHOCTU cepaLd € BbITEKAIOWUMHU
daranbHbIMU ocnoXXHeHUaMU, Kpome 3HaUMTENbHbIX HOPYLUEHUIA CO CTOPOHBI COKPATUTESIBHOM CMNOCOGHOCTU
(cucronuueckas aucdynkuus), B reneze HMJDK BaxkHyto ponb urpaet Hapywenue penaxcauum JDK
(amacronuueckas auchynkuusa). B knuHuueckoi kapTuHe Hambonee Yacro BcTpeydercs cnegylollas Tpuaaa:
ceppaeYHasl HepaocTarouHocTb (53%), xxenypgoukoebie Hapywenus putma (41%) u rpom6oambonuueckue

ocnoxxHeHus (24%).

HecMmortpst Ha TO uTO nepBbie yriomuHaHus o HMJLXK ot-
HocsTes K 1932 1, koraa S. Bellet mpu ayrorcuu HOBOPOX-
JIEHHOTO C aTpe3ueil a0pThl U KOPOHAPHO-XKEeTY10YKOBOM
uUCTyI0ii BBISBUII TYOUaTyI0 CTPYKTYPY MUOKApIa, IIPHUC-
TaJlbHOC BHUMaHME K 3TOH IpoOJieMe BO3HUKIIO TOJBKO
B KOHIIE TIPOIIIOTO CTOJICTHSI, YTO TIPEXKIE BCETO OOBSICHS -
€TCS TIOSIBUBIIEICSI BO3MOXKHOCTBIO IMarHOCTUPOBATh Ta-
Koe crienuduueckKoe CTpoeHue cepjlia MeTogaMu 3XoKap-
nuorpaduu U KOMIbIOTEPHOI ToMoTrpacuu U COMOCTaBUTh
BBISIBJISIEMbIC M3MEHEHHSI ¢ OCOOCHHOCTSIMU KIMHIUECKO-
ro Te4eHUsI TaToornu. OMIcaHbl N30IMPOBAHHBIC U HEH-
3onupoBaHHbie popmbl HMJLK, coueratoiiuecst ¢ Bpox-
JEHHBIMU [TOPOKAMHU PAa3BUTHS CEPALIA U HEHPOMBILLIEYHBI-
MU 3a00JIeBaHUSIMU.

IpuBomum coGcTBeHHOE HaDMoneHue coyetanns HMJLK
¢ BpoxeHHbIM nopokom cepaua (BIIC). IMauuent M.,
22 rona, xutenb Konro (FOAP), cTyneHT 0nHOro U3 By30B
I. XapbKoBa, OBbIT HAaIlpaBlieH B KOHCYJIBTATUBHYIO TOJIH-
kiuHuKy I'Y «MHcTuTyT Tepanuu um. JI.'T. Manoit HAMH
YKpauHbI» ¢ LEIbI0 YTOYHEHUS IMarHo3a.

JuarHo3 npu HampaBleHUU: AWIaTallMOHHas Kapauo-
MHOIIATHST; AOPTAJIbHBII IMOPOK C IpeodliafaHreM Hemo-
CTaTOYHOCTH; HEMOCTATOYHOCTh MUTPAJIBHOTO M TPHUKYC-
MMIATBHOTO KJIANaHOB; MCKYCCTBEHHBIN BOIMUTENb PUTMA
(2010); mouoBenTpuKynsipHeiii put™M; CH 1 crenenu.

[Tpu ocmotpe kapauosora 29.01.2011 r. manueHT xano-
BaJICS Ha 3MU30AMNYECKUE TOJOBOKPYKEHUS C YacTOTOM 1-
2 pa3a B Mecs1l, COTIPOBOXIAIONINECS YIAIIEHHBIM CePIIIe-
OueHneM, OECITOKOSIINE B TeUCHHE TTOCIEIHEro Toa.

M3 anamHe3a usBectHo, 4To B 2001 . B FOAP B 12-n1€T-
HeM Bo3pacTe y Hero ObL BbisiBieH BITC: BTopuuHBbIi 1e-
dexT mexnpencepaHoii neperopoaku (JAMIIIT). Toraa xe
MPpOU3BENIEHO ONepaTUBHOE JieUeHHe IMOPOKa — TpaHCKaTe-
tepHoe 3akpbiTrie JAMIIIL. lo nekabps 2009 . caMouyB-
CTBHE OCTaBAJIOCh YIOBIECTBOPUTEIbLHBIM. M3 TepeHeceH-
HBIX 3a00JIcBaHUII 32 3TOT TEPUON OTMEYeHA MaJIpHs
B 2008 . B nexadpe 2009 1. mocie hu3nvyeckoil Harpy3Ku
(mpobexKu 10 aBTOOyca) BO3HMKIIA pe3Kas cabocThb, ro-
JIOBOKPYKEHHE, KpaTKOBpEMEHHasI IMOTepsi CO3HAHMSI.

ITocne cnyuusierocsi, B suBape 2010 r., manmeHT M. 00-
patwica B 6oabHuiy B FOAP, rie 1mo naHHbIM CYTOYHOIO
mouuTopupoBanus DKI' ObuM BHISIBIEHBI pelKue, KpaT-
KOBPEMEHHBIE, KYIUPYIOIIUECS CaMOCTOSATEIbHO TIPUCTY-
Mbl MPaBOXENyI0YKOBOK Taxukapauu. [lauueHTy ObLI
UMIUIAHTUPOBAH OMBEHTPUKYJISIPHBIN 2JIEKTPOKAPIAUOCTU -
myJsatop (BKC).

Boinucan u3 craumonapa KOAP ¢ auarHo3oM: Tsokenast
HMOVOTIaTHYEeCKas TUIaTallMOHHAs KapAMOMUOTIATHS C MEIl-
JICHHO pelMIMBUpPYIOIIEH XeaynoukoBoil aputMueit. Ilo-
Jno0paHa cieayrolias MeIMKaMeHTO3Has Tepanus: (ekau-
Hua 100 Mr aBaxkabl B IeHb (B aHaMHe3e Ha (DoHe JieueHU st
aMHOIApPOHOM MMEJIM MECTO HapyIIeH!sI (DYHKIIMY ITeYCHH
M IIUMTOBUIHOM KeJie3bl); KapBeAwsioa 25 MI ABa pasa
B IeHb; ypoceMun 20 MT yTpOM eXXeJHEBHO; CITUPOHOJIAK-
TOH 25 MI' YTpOM €XeIHEBHO, M30copOMIa MOHOHMTpAT
10 Mr aBaxkabl B IeHb; TUApana3uH 25 MTr aBa pasa B JEHb;
THAaMUH 2 MT TPYCKIBI B I€Hb W TTePOPATbHBINA aHTUKOATY-
JAHT GuaynHaroH 20 M OAHOKpATHO (B aHaMHe3e Hemac-
cuBHast TOJIA, 2008 1., o moBOAY KOTOPOU IPUHUMAT KY-
MapyH, aJulepruiecKasl peakliys Ha rpureM BapdapuHa).

Ha ¢one nogobpantoro B KOAP neyeHus ncuyesny obIii-
Ka ¥ OTeKH, YIy4lInIach MEPEHOCUMOCTh (PU3MUYECKUX Ha-
TPY30K, CTaJI PeXe OTMEUAThCsT AMU30/IbI TOJIOBOKPYKEHUSI.
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Bo BpeMst yueObl B XapbKOBE NaLIMEHT MPOAOJIKII ITPU-
eM mpemnapaTtoB. Ha ¢oHe jieueHuss oTMeuaeT yaoBiIeTBO-
PUTENBHYIO MEPEHOCUMOCTh (DU3NUECKUX HATPY30K, OTCY-
TCTBHE ONBIIIKI ¥ OTEKOB, BMECTE C TeM €KEMECSIIHO Oec-
ITOKOSIT KPaTKOBPEMEHHBIC 3ITM30IbI TOJOBOKPYKCHUS,
COTIPOBOXIAIOIINECS YUAIIEHHBIM CEPALIEONEHNEM.

18.11.2011 r. mpu MemocMoTpe B oJaukanHuKe Ha DKI 3a-
PErMCTPUPOBAH PUTM MCKYCCTBEHHOTO BOMUTEJSI, SMMU30MIbI
UIMOBEHTPUKYJISIPHOTO puTMa ¢ yactotoir 88-100 ym/mMuH.
HarmpasieH Ha KOHCYIBTALINIO K Kapauoirory B THCTUTYT Te-
paruu uMm. JI.'T. Manoit HAMH YkpauHbi.

He xyput, ciupTHbIe HAlMUMTKU He ynotpeosieT. B met-
CTBE aKTHMBHO 3aHUMAJICS CIIOPTOM (JIeTKas aTjeTuKa),
Mol BpaueOHBIM HAOMIOJICHUEM HE COCTOSUT (0 MOMEHTa
BbIsiBiieHUsT BI1IC). OObeKTUBHO: COCTOSIHUE OTHOCUTEb-
HO YIOBJIETBOPUTEIBHOE, aCTCHUYECKOTO TEIOCIOXCHMS,
MTOHIDKEHHOTO TMTaHMs. KOXHBIE TTOKPOBBI W BHIWUMBIC
cau3ucTbie 6e3 ocobeHHocteir. Y1/ 18 B MUHYTY, aycKyib-
TaTMBHO B JIETKMX BE3UKYJSIPHOE AbIXaHUE, XPUIIOB HET.
ToHbI ceplia MPUTIYIIEHBI, pPUTMUYHEIE, IITyMBI HE BBICITY-
mBatorcst. YCC 84 yn/mun, Al 110/80 MM pT. CT., A3BIK
YUCTHIN, BJIaXHBIA. 2KIBOT B pa3Mepax He YBEJIMICH, MsIT-
KUii, 0e300JIe3HeHHbIN Tpu Tanbnauuu. [leyeHs u cene-
3eHKa He manbnupytorces. [leprudeprnyeckrux 0TeKOB HET.

Pe3yabraThl KIMHHKO-J1200PATOPHOTO M MHCTPYMEHTAJb-
HOT0 00CJIeIOBAHNS, BBINOJHEHHOTO B MOJIMKIAHUKE, HANPA-
BUBIIEN MAIMEHTA HA KOHCYJIBTAIMIO:

24.11.2011. IleyeHouHble TpaHcamuHasbl: ACT —
13 en/n (B Hop™me mo 37 en/n); AJIT — 17 E/n (B HopMe
10 40 E/n). O6umii xonectepu — 3,36 MmoJib/in. PeBMa-
TounHbIi hakTop — 1o 12 ME/mu (B Hopme o 12 ME/mi),
aHtuctpentoau3un O — nmo 200 ME/mn (B HOpme 10
260 ME/m), cepomykounsl — 3,4 en. (B Hopme 3-5 en.),
C-peakTuBHbIIA 0€JI0K — 10 6 MI/71 (B HOpME 10 6 MI/TI).

18.11.2011. BKI. PuT™M HMCKyCCTBEHHOrO BOIUTEIIS,
STIU30AbI MIMOBEHTpUKYyIsIpHoro putmMa ¢ YCC 88-
100 yo/MuH.

18.11.2011. Dxokapauvorpadus (BbIMOJHEHA B MOJUK-
JIMHUKE TI0 MECTY yuyeObl). AopTa He paciliupeHa, yIioT-
HEeHUE CTBOPOK aopTalibHOro KiaanaHa (AK), ammauryna
PacKpBITHSL CTBOPOK 1,7 cM, YCKOpeHHE aopTaJbHOTO
KpoBoTOKa 10 1,5 M/c, peructpupyercs TypOYJECHTHBIN
KpoBoToK. Pasmepsl JIK: KoHeuHbIli AuacTOJIMYECKUIt
pasmep (KP) 6,1 cM, KOHEUHBIIT CHCTOIMYECKUIA pa3Mep
(KCP) 4,1 cm, ynaphsiit oobem JIK (YO) 110 ma, dpak-
st Beiopoca JIXK (DB) 59%. TonmumHa MeXXKeTyno4Ko-
Boit meperopoaku B guactony (TM2KIT) — 1,1 cm, Tonmum-
Ha 3agHeil ctenku JIK B guacrony (T3CJIXK) — 1,1 cm.
CerMeHTapHbIX HapylIeHW COKPAaTMMOCTU MUOKapaa
JIZK He BoisiBneHO. JleBoe npeacepaue (JIIT) He paciiupe-
Ho — 3,1 cM. [lpaBeiit xenynouek (IT2K) — 3,8 cm, nuna-
THUpOBaH, Ha creHke [12K Giuke K rmpaBoMy mpeacepaunto
(T1IT) ompenenseTcs rumep3XoreHHOE BKIIHOYeHUEe (Kap-
nuoctumyisitop). Iuneprpodun muokapaa 2K He BbISB-
neno. IIIT — 3,8 cm (pacmupeno). JlerouHas aprepus
(JTIA) — nmametp 2,4 cM, KjamaH YrjioTHeH. [pagueHT
napieHus Ha kianaHe JIA — 7 MM pT. cT., peryprutauus -
2 creneHu. CTBopkM MUTpajibHOTO KanaHa (MK) yrioTt-
HeHbI, peryprutaiys 1 crereHn. OTHOCUTENbHAS HEMOC-
TaTOYHOCTh TpuKycnupamnbHoro kimamaHa (TK) 1-2 cm
3akimouenne: MPU3HAKU TUIATAllMOHHOW KapauOMMO-
MaTuu, AWIaTalusl BCeX OTIEJIOB cepilla, TUacToauyec-
Kasg OUCHYHKIUS O0OUX XKEJTyIOYKOB, OTHOCUTEIbHAs

E.O. Kpaxmanosa

B.A. YepHbiwoB

HepoctaTouHocTh MK 1 TK, c10XHBII aOpTalbHBINA MO-
POK ¢ TIpeobiiamaHueM HeIO0CTaTOUYHOCTU. MCKyccTBeH-
HBI BOIUTEb PUTMA.

Pesynsrarel o0cienoBanus nanuenta B MHcTuTyTE TEpa-
mau uM. JI.T. Manoit HAMH Ykpaunbr:

29.11.2011. BKT: purm cunycosbiit ¢ YCC 62 yn/MuH.
OTKJIOHEHHE 3JIEKTPUIECKOM OCH cepalia BieBo. Bojbraxk
OKI B Hopme. [TonHas 610Kama rmpaBoit HOXKY ITydka [i-
ca, repeaHeit BeTBU JIEBOM HOXKM myyka [ica, BeIpaxkeH-
Hag neperpyska JIT1, uaMeHeHus MMoKapaa B repeaHe0o0-
koBoii cteHke JIZK. B cpaBHeHuUU ¢ npenocTaBieHHON na-
uveHroM OKI ot 18.12.2009 r. oTMevaeTcss yxymdlleHUe
MIPOBOAMMOCTH 10 ITPaBOil HOXKE ITyuKa [i1ca, TosIBIIeHHe
OyloKanmpl TIepelHell BETBM JIEBOM HOXKM TIydka Iiica.
Ha BKI ot 29.11.2011 . B cpaBHenuu ¢ OKI or
18.11.2011 . oTcyTCcTBYET apTedakT NUCKYCCTBEHHOTO BOIU-
Tesst puT™Ma, UMIUTaHTupoBaHHoro B 2010 I, U He peruct-
PUPYIOTCS KOPOTKHME TMapOKCU3MbI XKETYJI0UKOBOW TaXu-
KapIuu.

01.12.2011. ITpotokon 3IOxoKI'-uccremoBaHus: PUTM
cepilia npaBuIbHBIA. [luamMeTp KOpHs aopThl — 2,6 CM, J1y-
KoBuLa — 3,1 cM, aMIUIUTyda pacKpbITusi cTBOpoK AK —
1,71 cm. Ipanuent paBiaeHust Ha AK — 5 mwm pt. cT. O6pat-
Hblit ToKk Ha AK He onpenensiercst. [uametp JITT — 3,35 cm,
ITK — 2,8 cm, Tomumnaa muokapaa ITK — 0,46 cM, aua-
metp JIA — 3 cMm, rpagueHT maBieHMsT Ha KjaraHe JIA —
4 cm pr. ct. TMKII B nuacrony — 1,27 ecm, T3CJIK B nnac-
tony — 1,46 cm, KIAP JIXK — 7,18 cm, KCP JIXK — 5,79 cmM,
K0 JIXX — 270,6 ma, YO — 104,6 mu1, @B JIXK — 38,66%.
B nonoctu JIK onpenensitoTcsi MHOXECTBEHHbIE XOPJbI
(puc. 1), TpabekyaspHocTh (ryduaTocTb) muokapaa JIZK
(puc. 2a), cooTHOILIEHUE TYOUATOr0 U HOPMAJIBHOTO MUO-
kapna — 1,15 (puc. 20).

Honruieporpacpuyecku ObLT BbISIBIEH MUHUMAJIbHBIA 00-
patHblii Tok Ha MK 1 knnanane JIA, peryprutauus 1 cteneHu

Puc. 1. IxoKr-uccneposauue:
MHOXXecTBEeHHble Xopfabl B nonocru JK
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Ha TK, oTcyrcTBUe obpaTHOro Toka KpoBu Ha AK. Jluar-
HOCTUPOBAH MceBaoHOpMabHbIi criektp TMK (mo paH-
HbIM UMITYJIbCHO-BOJIHOBOM (puc. 3) U TKaHEBOW MOIMILIe-
porpacdum (puc. 4)), CBUACTEIBCTBYIONINI O TTOBBIIICHUN
JXeCTKOCTH MroKapaa JIZK 1 KOHEYHOTO TUacTOIMIECKOTO
napaeHus B JI2K.

3akmouenue: ctBopku AK Mopdonoruuecku He U3MeHe-
HbI, KJaraH TpexcTBopuaThlil. Aunatauuys mpeuMylecT-
BeHHO JI2K, mpr3HaKy MHOKXECTBEHHBIX XOPI B €T0 ITOJIOC-
T U HEKOMITAKTHOCTH (Ty04yaTocTn) Muokapaa. Cummer-
puYHasi, ymepeHHasi rurneptpodusi muokapaa JIXK 0es
OOCTPYKLMU €ero BbIXoAHOro TpakTa. CoKpaTuTelbHast
dynkuus JIZK nuddysHo cHukeHa, TpenMyIeCTBEHHO 3a
CYET CPeAHUX U BEPXYIIEUHbIX CETMEHTOB 3aHEH U OOKO-
BOIf CTEHOK. TpOMOOTHYECKIX Macc B TIOJIOCTSIX CepAlla He
BoisiBNieHO. JIMIIII 3akpHIT OKKIIOAEPOM, ITaHHBIX O pe-
ITYHTUPOBAHUM KPOBHU B MECTEe MMIUIAHTAILIMN OKKITIOAEpa
HeT. [Ipu3HaKOB JIeroOYHOM IUIlepBOJEMUH, JIETOUHON TH-
MepTEeH3UU Ha MOMEHT UCCIeA0BaHus HeT. Tpukycnuaaib-
Has peryprutauusi 1 crerneHu, CUCTOJMYECKOe HaBlIeHUe
BJIA — 25 MM pT. cT. (B Hopme). B TTIT u IT2K nouupyrorcst
snekTponbl DKC. B menom DxoKTI'-mpusHaku Hemubde-
PEHIIMPOBAHHOM KapAMOMMOIIATHUH, HEKOMITAKTHOTO (TYO0-
yaTtoro) muokapaa JIK 6e3 mpu3HaKOB JIETOYHOM TUIIEp-
TeH3uM. JIaHHBIX, KOTOpbIe Obl YKa3bIBAJIM Ha a0PTaJbHbII
MOPOK Cep/lia, HeT.

B pesyibTaTe npoBeeHHOT0 00CIeI0BAHNS MALMEHTY OBLT
nocrasjieH KauHndeckuii quardo3: BITC (JIMIIIT). Onepa-
TUBHOE JieueHUe (TpaHckareTepHoe 3akpbiTue JAMIIII,
2001 r), nepBuyHasa (HeaudhepeHIUPOBaHHAs) Kapauo-
MMOMATHS, HEKOMITAKTHBII JIeBBII Xeaynouek (ryouarblit
muokapn). [TapokcuszmanbHast Keny10uKoBast TaXMKapausl.
Mmmnantauus OKC (2010 r.). KopoTkuii mapokcusm xe-
nynoukoBoil Taxukapauu (18.11.2011 ). CH 2A cragum
¢ cucToinueckoit nuchyHkumeit JIK.

[lameHTy pekoMeHJ0BaHO HaOJOJeHUEe KapauoJora
B TIOJIMKJIMHUKE 1O MECTY y4eObl, KOHCYJIbTAllMsl Kapauo-
JIora-apuTMOJIoTa B OTAEJEHUU KapAUOXUPYPTUU UHCTUTY-
Ta oOweil n HeomtoxHoil xupypruu HAMH VYkpaunsl
¢ KOHTposeM 3(DGhEeKTUBHOCTH pabOThI MMITTAHTHPOBAH-
Horo DKC. PekoMeHIOBaHO TaKKe MPOJAOKUTh MEITUKa-
MEHTO3HYIO Tepamnuio, rmogoopanHyio B KOAP, uckiounthb
TsoKesble Uu3nyeckre Harpy3Ku, 3aHsITUSI CIIOPTOM, TICHU-
XO9MOIIMOHAJIbHbIE Meperpy3ku, mnepeoxyaaxaeHus. Ha-
3HaYeHa IOBTOPHAs KOHCYJIbTAIUsI B MHCTUTYTEe Tepamuu
um. JI.T. Manoit HAMH VYkpaunbl ¢ 1enbi0 KOppeKLIuu
TIPOBOAMMOTO JICYCHUS TTOC]e KOHCYIBTAIIMN KapIrOXu-
pypra-apuTMoJiora.

AHaM3UpPysl BBIILIEU3TOXEHHbIE JaHHbIE, MOXHO 3aK-
JIIOYUTD CIIEAYIOLIEe:

1. YHHKAJIbHOCTH HAOTIOMEHNS: Y ITAIIICHTa UMeJIa MECTO
dopma HM JIXK, accommupoBannas ¢ BIIC, JIMIIII.
B nutepaType omucaHbl eIMHUYHBIC CIY9ad COYCTAHMS
naHHoi dhopmbl Kapauomuonaruu ¢ BITC:

* ¢ aHoManueii Doireitna u JIMIIIT;

* ¢ aHoManuei Yas u JIMIIIT;

* ¢ aneBpusmoit MIIII 1 OTKPHITHIM OBaJIbHBIM OKHOM;

* c ynBoeHueM BbixonHoro TpakTta [12K u creHo30M JIA;

* C aCMMMETPUYHOM TUIEepTPOPUIECKON KapIHMOMHO-
MaTUEN;

* ¢ ogHocTBOpYaThiM MK

* ¢ aByctBopuathiM AK ¢ aopTajibHOI peryprutauueii;
C OTKPBITBIM apTepUaTbHBIM ITPOTOKOM.

Yucro onmcaHHbBIX HAOJTIOICHMIT HEBEIMKO 1 OTpaHuye-
HO B KaXI0M ciydae 1-2 HaXOIKaMM.

2. 3ano3nanas muarHoctuka HMJDK. [lanHas dopma
KapIMOMMOIATUM Y MalMeHTa M. Oblla BriepBbie BBISIBIIE-
Ha B HallleM OTAEJIEHUU TOocJ]ie MPOBEIEHUSI HECKOJIbKUX
9XOUCCIIeN0BaHU, TTpoBeieHHBIX KaK B FOAP, Tak u B Ha-
et ctpaHe. PaHHee BBISIBJICHUE TTATOJIOTHH, a TeM 0oJice
coyeTtanus ee ¢ BIIC, Mor1o Obl 3HAUUTEIBHO ITOBJIUSTH Ha
TeuyeHue 3abosieBaHUs. Bo-MepBbiX, MalMEHTY OBLIO ObI
PEKOMEHJI0OBAHO OrpaHUYMBATh (U3UUYECKUE HATPY3KU
(B aHaAMHe3e — 3aHSTUS JIETKON aTJIeTUKOoi). Bo-BTOpbIX,
CBOEBPEMEHHAasI KOPPEKIIMS TIOPOKA MOTJIa ObI YMEHBIITUTh
BEPOSITHOCTh Pa3BUTHS HapYIICHWI PUTMa, 4acTOTa BO3-
HMKHOBEHMSI KOTOPBIX 3aBHCHUT OT BO3pacTa, B KOTOPOM
MalMeHT MepeHec KoppeKIuio mopoka. Bmecte ¢ TeM aTo
JIMCKYTa0eJbHbIN BOMPOC, MOCKOJbKY B JaHHOM KOHKPET-
HOM ClTyJae TsDKeJIble HapylIIeHUsT PUTMa MOIJIM ObI OBITh
CJIeICTBHEM CaMOll KaparoMuonaThu. B nmurepatype omm-
caHbl cinyyau, korga HMJK conpoBoXaarmoT Keayao4Kko-
BbIC 1 HAIKETYIOUYKOBBIC apUTMMM 1 HAPYLIECHUS TTPOBO-
nuMocTH. EcTb coob1ieHns 00 UMILIaHTALUM TaKUM 00JTb-
HbIM KapJAUOBEPTEPOB/Ae(PUOPUIISTOPOB B CBSI3U C BO3-
HMKABIIMMU STTU304aMHM KeJTyITOUYKOBOM TAXUKAPIUN THIIA
«ITUPY3T», a TaKKe O HECKOJBKUX CIydasx BHE3aITHOM
CMEPTH.

Henb3s He OTMETWTH NMPaBUIBHYIO M CBOEBPEMEHHYIO
JIMarHOCTUKY 3a0ojeBaHus. Ha KOHKpeTHOM mpumepe Io-
Ka3aHo, YTO MAlMEHTY He ObUI MOCTAaBJIEH MPaBUIbHBIN
JIMATHO3, YTO MPEXKJIE BCETO CBSI3aHO CO CJIOKHOCTHIO IMa-
THOCTUKHN W HEIOCTAaTOYHOM OCBEMOMIICHHOCTBIO Bpadeid

310poBA” YKpatHu™

Puc. 2a. IxoKr-uccnegosanue:
TpabekynapHocTb (ry6uarocrs) muokapaa JK

Puc. 26. IxoKr-uccnepgosanue:
COOTHOLUEHME ry6uaToro u HopmanbHoro muokapaa JDK
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Puc. 3. UmnynbcHo-BonHoBas gonnneporpadus:
ncespoHopmanbHbii cnektp TMK

Aortcvaive | Mialvae | TiGuspid | Pumonic |Pum&Hen o o
o | S | 7

cal
TIS1.3 MI0.7
$5-1/Card Adult

PHILIPS
e
Mod Elvel 3238122010119 Philips Medical
Lat E’ Vel
3.90 cmis
) TDI Vel &
Med S Vel

+Lat E" Vel 3.90 cm/sy
Lat SVel 4.48cmis%
Lat A* Vel 7.21 cmisg g
M3

3.6MHz
11.2cm

Puc. 4. TkaneBas gonnneporpadus:
ncespoHopmanbHbii cnektp TMK

0 TaHHOH matoyioruu. Hair coOCTBEHHBIN OITBIT BBISIBIIC-
Husg HMJIZK, ocHoBanHbI# Ha 18 HabmoneHusax ¢ 2008 .,
MoKa3aJl, YTO HU B OMHOM CJTy4yae BEpPHbBII TUArHO3 IOCTaB-
JIeH He ObUI. Y OOJIbIIMHCTBA B3POC/IbIX MALUUEHTOB Mpe/-
rnoJjiarajii J1eKOMIIEHCAIlMOHHYIO KapJAWOMUOIMATUIO B
JIETCKOM BO3pacTe, KOrJa eIlle OTCYTCTBOBAajia MMJIATALIMS
JIK m ocraBajach COXpaHHOW CHCTONIMYECKas (DYyHKIIMS
JI2K. HMJIK BbIBASIIN CllydaifHO 10O MpU MpOBeAeHUN
OxoKIT y geTeit ¢ Tak Ha3bIBa€MO JUCIIIACTUYECKOM Kap-
auonaruei (MaJbIMU CTPYKTYPHBIMU aHOMAJTUSIMK CepLa
Kak MapkepaMM CHUHIpoOMa IHUCIUIa3uU COEAUHUTETbHOM
TKaHu). [IprMedaTeIbHO, YTO y OOJIBIIMHCTBA MAIlUEHTOB
¢ HMJIK umenun MecTo pasiudyHble HapylIEHUS pUTMa
M TIPOBOIMMOCTH, a TIPH AOTIIIepOTpadunIecKOM MCCIIE0-

KAPAIONOris « KNHIYHE AOCNTIIXEHHA

BaHUM BO BCeX CydyasiX AMArHOCTUPOBAIM HaJIMuMe TOM
WJIM MTHOM CTETICHU BBIPAXKEHHOCTU TUACTOIMYECKYIO THC-
¢ynakuuio JIZK, yTo He XapaKTepHO IJIsSl AeTeil U JINL MOJIO-
JIOTO BO3pacTa.

3. Ocobennoctu Jneuenud. O0Ocyxnasi aHTUAPUTMUYEC-
KYIO Tepamnuio nmaiuydeHTa M., OTMETUM, YTO MpUMEHEHUE
AHTUAPUTMUYECKUX CPEACTB Yy OOJbHBIX C HEKOPOHAPO-
TeHHBIMY XKeJTYTOYKOBBIMYU HAPYIICHUSIMA PUTMA BO MHO-
I'MX CIydJasx OKa3bIBaeTcs Malod(dEeKTUBHBIM, a TaKXKe
OTPAaHUICHO CEPHhE3HBIMHU IMTOOOYHBIMU M IMIPOAPUTMHUYEC-
kumu addexkTaMu mpenapatoB. [IpoapuTmMuueckoe
JEHCTBUE Yallle BCEro MPOSBISIETCS B BUIE «IIPOOEKeK»
JKeJTyI0YKOBOM TaXUKAPAUU C U3MEHSIOLIEHCST MPOBOIM-
MocTblo (Tuna torsades de pointes). B cBsizu ¢ Tem, uto
HaMMeHBIIasg YacToTa IPOapUTMHUECKUX OCIOXHEHUMU
CBOIMCTBEHHA aMHOJapOHY, IMCHHO 3TOT aHTHAPUTMUYEC-
KU TIpernaparT CUMTaeTCs eIBa JU He eOIWHCTBEHHBIM
CPEICTBOM JIEYCHUST apUTMUI Y OOJbHBIX C XPOHUYECKOM
CepACYHON HemoCTaTOYHOCThI0 W auchyHkuuein JIXK.
B Haiem ciyuae y manyeHTa M. B aHaMHe3e Ha (oHe Te-
pany aMAOIapOHOM MMEJIU MECTO HapyIIeHUs (PYHKIIMHI
IIMTOBUIHOM Kese3bl. B CBsA3M ¢ 3TUM eMy ObL1 Ha3HAUEeH
(pnexannun B noze 100 Mr gBaxabl B cyTku. [To-Bunnmo-
MY, Ha3HayeHue ¢ieKkarnHuIa HelleJaecoo0pa3Ho 13-3a Ha-
Jnaust y 60bHOTO cuctoinueckoit auchyHkimu JIZK (OB
JIX 38,7%), TTOCKOJIBKY aHTUApUTMHUYECKHUE TIperrapaThl
I1I kmacca CHUXAIOT COKPATUTENbHYIO CMTOCOOHOCTb MUO-
KapJa M YXYAIIAIT MPOTHO3 Y 3TOI KaTeropuu IalneH-
TOB. JIpoHE1apoH B TaHHOM CJIydae TakKKe He MOXET CTaTh
aJbTepHATUBOI aMUOJApOHY U (DIeKauHUIY, TaK KaK OH
MPOTUBOMOKA3aH TMPU CUCTOJIMYECKON AUCHYHKIIUU
JI2K. JIBa HOBBIX aHTMAPUTMUYECKUX TIperapara — node-
tiuaua (uccaenosanue DIMOND-CHF) u asumunun (uc-
cnepoBaHue ALIVE) He oka3zanu moJI0XUTEIbHOTO BIIMSI-
HMS Ha MIPOTHO3 OOJIBHBIX C CUCTOJNYECKON TUCHYHKIIN-
eit JK. [To-BunuMomy, manmeHTy M., yuuThiBas exeme-
CSIUHBIE KPAaTKOBPEMEHHbBIE MPUCTYIIbl TOJOBOKPYXEHUSI,
COIIPOBOXIAIONINECS YYalleHHBIM cepaleOneHrneM,
B ciydae HeaddekTuBHocTu padorel DKC momorna Obl
yCTaHOBKA MMILJIAHTHUPYEMOTO KapamoBepTepa-meduo-
punnsatopa (MKJ) B couetaHnm ¢ mpuemMoMm OeTa-ampe-
HoOsokaTopoB (BADB).

HccnenoBaHust mo BTOPUYHOI MpobUIaKTUKE BHE3arl-
HOI CMEPTU CBUIETEIECTBYIOT, YTO, HECMOTPST Ha OYEBHI-
HOE TIOJIOKUTEJbHOE BIMSHUE HAa PUCK BO3SHUKHOBCHUS
aToro (atasbHoro ocioxHeHus, MK — ato He 3ameHa
AHTUAPUTMMUECKON Tepanuu, a 3G@PEKTUBHOE TOIMOJHE-
HUEe K Hell, MpuYeM B 3TOM CJIydyae BaXKHYIO POJIb UTpaeT
HasHaueHue BAD.

Tak, npu coueranuu UK]JI ¢ npuemom BADB cHuxeHune
pUCKa CMEPTU Y OOTBHBIX C XPOHMUECKOM CepIeIHOM He-
JOCTAaTOYHOCTBIO JoCcTUTaNO0 32%, a IpU U30JMPOBAHHON
MMILIAaHTAIMHU 1e(uOpUIATOpa CHUXKEHNE PUCKa CTaHO-
BUJIOCH MUHUMAJIbHBIM (8 %) 1 HEMOCTOBEPHBIM (MCCIEI0-
Banust SCD-HeFT u DEFINITE).

ITogo6pannas B FOAP maumenty M. Tepanust HyxXaa-
€TCSI B KOPPEKIINH, TTOCKOJBKY B HEil coueTaeTcs IprueM
KapBeAWJIoNa ¢ TUAPAJa3MHOM, IIPOBOAMTCS €XKETHEB-
HBII pueM (ypocemMuia, Ha3HAYeH U30COPOMIa MOHO-
HUTpaT. BeposiTHO, B TaHHOM Cjydyae He CleayeT coye-
TaTh KapBEIUJIOJ C TUApPaTa3MiHOM M3-3a BO3MOXHOCTU
ycuiieHUs1 OJIOKaabl MOCTCUHANTUYECKUX O -aJApeHope-
LIETITOPOB M Pa3BUTUS TMIIOTCH3UU ¢ PeICKTOPHOU Ta-
xuKapaueir. CoueTaHHOE TTPUMEHEHNE M30COpOHUIa MO-
HOHHUTpATa C THAPATA3NHOM 1IeJIeCO00Pa3HO JINILB B CITY-
yae HAJIMYMS B aHAMHe3€ HENIEPEeHOCUMOCTH WJIU TIPOTH-
BOMOKAa3aHUI K Ha3HAUYEHUIO MHTUOMTOPOB aHTMOTEH3U-
HIIpeBpallapIlero GepMeHTa Uin 0JOKaATOPOB PELEITO-
poB aHruoteHsuHa II. AHamHecTuyecKue CBEAEHUS
0 TIprieMe 3TUX TPYIII IIperapaToB y 00JbHOTO M. OTCyT-
CTBYIOT.

YuutsiBas nepeHeceHHyio TOJIA, nauueHty M. Hexe-
JIaTeJIbHO eXXeTHEeBHO MpUHUMaTh pypocemu. [lepopaib-
HbI aHTUKOATYJISIHT (DIYUHAMOH, MPUHUMAEMbIA HAILIUM
OOJILHBIM €XKeTHEBHO BCIICACTBHE HEIIEPEHOCUMOCTH Bap-
(apuHa, B YKpamHe He 3apeTUCTPUPOBAH, UTO TPEOYeT ero
3aMEHBI Ha JOCTYITHBIN alleHOKyMapoJl JIN00 (heHUHINOH.
Tuamuna opomun (BUTaMuH B,), KoTopblii TakKe ObLT pe-
KOMEHIOBaH MallMeHTY, CYIIECTBEHHO HE BJIUSET Ha COK-
patuTenbHylo pyHKIMo Muokapaa JIZK, a auiub yBeauuu-
BaeT PHUCK Pa3BUTHUS aJUIEPTHUSCKIX pPeaKIUii y IMalreHTa
C yXe OTATOIIEHHBIM aJUIePTOJIOTUICCKIM aHAMHE30M.
Bor nouyemy GosbHOMY ObllIa pEKOMEHIOBaHA IMOBTOPHAsI
KOHCYynbTalus B MHCTUTYTe Tepanuu rocjie BU3UTa K Kap-
JTHUOXUPYPTY-apUTMOJIOTY U MPOBEPKU 3(PHGHEKTUBHOCTH
paboTel uMIIaHTUpoBaHHOTO DK C.

Ha mam B3risim, paHHee BBHISIBICHUE CTPYKTYPHBIX
1 (YHKIMOHATBHBIX HapyIIEeHW CO CTOPOHBI MHMOKapaa
JI2K kxpaiiHe BaxHO [J1s1 peKOMEH a1 ONTUMAaIbHOTO 00-
pasa XXM3HM M MoA0Opa Tepanuu TaKuM IMalleHTaM, I0-
CKOJIbKY TMO3BOJUT 3HAUUTEJIbHO CHU3UTh PUCK HeOJaro-
MPUSITHBIX UCXO0B 3a00JI€BaHUSI. @_
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Auetunncaniunnosa kucnora 75 mr, 150 mr.
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