®EJEPA/IbHOE FOCYAAPCTBEHHOE BIOAYETHOE OBEPA3OBATE/IbBHOE YUYPEMAEHUE BbICLLErO OGPA30BAHUA
«AOHELKWU rOCYOAPCTBEHHbI MEAULMHCKUIA YHUBEPCUTET UMEHU M. TOPbKOTO»
MWHUCTEPCTBA 3, PABOOXPAHEHUA POCCUIMCKOW ®EAEPALIUU

Kadeppa negunatpum Ne 2
Kadeppa nponeneBTMKu neamatpum

HEKOMMNAKTHbI MUOKAPA NEBOTO XENTYAO4KA:
KNTMHUYECKUN CNYYAHN
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Mockantok O.H. — goueHT Kacpeapbl
nponeaeBTUKU nNeguaTpun




HekomnaKTHbIi MUOKapa, nesoro »enyaouka (HMJ1K) —
KapAnomMuonaTtua, aHoMaanAa CTPOEHUA cepala, KoTopasn
3aK/NI04AeTCA B  HaAMUUMU  ABYCJIOMHOM  CTPYKTYpbI
MUOKapaa, COCTOALLEN U3 BHYTPEHHEro, BbICT/IAHHOIO
SHAOTENINEM, HEKOMNAKTHOro (TpabeKkynapHoro) cnoa w
NeXalero nog, HUM KOMMNaKTHOro C/oA.

B HacToAlee BpemA CyLecTBYeT HECKO/IbKO TePpMWUHOB
ANA XapaKTePUCTUKU OaHHOM NATONOrMn: HEeKOMMaKTHas
KapaMommonaTtua, CUHAPOM HEKOMMNaKTHOro MUoKappaa,
HEeKOMMNAKTHbIN MMUOKapg NeBOoro Xenyaouka, rybuatbiif
MUOKapa. B  oTeuectBeHHOM  nuTepaType  uaule
UCNO/Ib3yeTcA TePMUH «HEKOMMAKTHbIM MUOKapA /1eBOro
enyaouka».

(PedepanvHble KauHu4Yeckue peKoMeHOaAUUU MO OKA3aHUIO MeOUYUHCKOU nomowu o0emsam C
Kapduomuonamusamu, 2015)



AKTyanbHocTb HMJTAHK

HMJ1K npeacrtasnser cobou ogHy U3 aKkTyanbHbIX Npobnem getcKowm
KapAWOpPEBMAaTO/I0TUMN.

MaTtonorua MaHI/Id)ECTMPVET KU3HEYIrpoKarowmmMmmn COCTOAHNAMM.

HepocTatouHO M3yveHbl BONPOCbI 3TMONATOreHesa, Kaaccupukauymm
3abonesaHun, ocobeHHocTe TeueHusn, auddpepeHunanbHOM
AWNArHoCTUKU ¢ gpyrumm ¢opmamu KapguomuonaTtui,

npeauKTopoB Heb1aronpuATHOroO Ucxoaa y AeTeu.




PacnpocTtpaHeHHOCTb HMJTAK

 BnepBble PeHOMEH HEKOMMAKTHOro MuUoKapga 6bin
onnmcaH B 1926 r. Grant R.T. no pe3ynbratam
natomopdonornyeckoro uccnenoBaHusa, OAHAKO
uesneHanpaBaeHHOe u3yvyeHue 3aboneBaHMA CTano
BO3MOXHbIM MNoOCNe BHeApPeHUA B KAUHUYECKYIO
NPaKTUKY IXOKapauorpadpumn. TepmuH
«HEKOMMNAaKTHbIA MUOKapA, N1eBOro *enyaouyka» 6bin
BeeaeH B 1990 r. Chin T. K.

* PacnpocTtpaHeHHOCTb HMJIX BO B3POC/10M
nonynauumn cocrasnsaer 0,014-1,3 %. Y peren HMJ1K
Ha TpeTbem MecTe cpeau BCexXx KapauomMMUONaTUMU
nocne AUNATaLMOHHOMU U rmnepTpodPuuyeckon.



ItnonartoreHes HMJ1XK

« Haunbonee npu3HaHa KoHuenuus
dopmuposaHna HMJIXK B pesynbrarte
HapyLweHua ambpuoreHesa.

e HM/IKX - 3T0 aHOmanuAa CTpoeHuA
cepaua, KoTopasn Xapaktepusyertca
noBblleHnem TpabeKkynapHoCcTH
MUOKapAaa, 4Yalie eBOoro Xenyaouka,
Haainumem MeXXTpabeKynapHbIX
NPOCTPAHCTB, YTO NPUBOAUT K CHUXKEHUIO
CUCTONTNYECKOM dyHKUMN neBoro
XenyaoudkKa.

B npouecce ambpuoreHesa MMOKapAUnabHble TpabeKynbl NOABAAIOTCA Yy SMOPUOHa Ha
4- Hepene rectaumun. B oTcyTcTBUM aNnKapananibHOM KOPOHAPHOM LUPKYAALUU OHU
yBe/IM4YMBAIOT N/1I0WaAb NOBEPXHOCTU MUOKapaa. HauuMHasa ¢ 2-ro mecaua
ambpuoreHesa pa3BMBaeTCsa KOPOHApPHOE KPOoBOObpaLLeHUA n ngeT pemogenmpoBaHue
(ynnotHeHue, «<KOMNaKTU3aLUA») MMOKapAa. YBeNnUeHUe XKenyao04uKoBbix 06bemoB

K KOMmnpeccuu TpabeKkyn n yseaiMueHuIo ToNLWMHbI KOMNAKTHOTO C/101.




ItnonartoreHes HMJ1XK

YnaoTHeHUe MMoKapaa naeTt no HanpasaeHUIo OT ANUMKapAa K SHA0KapAay,
OT OCHOBaHMA cepAaLa K ero BepxyLuKe, OT NeperopoaKku K ceobogHom
CTEHKe XXenyaouka u 6os1ee BbipaXXeHOB 1IEBOM XKe/lyA0UuKe, YeM B NPaBOM.

NaTonornyeckan octTaHOBKaA 3M6pMOI’EHEBa Ha 3TOM 3Tane c4ntaeTca
naTtoreHeTuU4eCKMM MmexXaHN3ImMom, nexxawmm B ocHoBe
HEKOMNAKTHOM KapamomumonaTtuu.

Kak npaBuno, nog HEKOMMNAKTHbIM MMOKApPAOM NOApa3yMeBaloT NaTo0ruio
NIeBOTO XeNnyaouKa, Tak KaK NnpaBbiu XKenypouek 6onee tpabeKkynapeH B
HOpMe U ANarHoCcTMKa 3a6oneBaHUA 3TON Kamepbl cepAaua 3aTpyaHeHa.




ItnonartoreHes HMJ1XK

* U3BecTHO 20 reHoB, B KOTOPbIX OOHapyKuBaloTcA
mytauumm y naumeHtoB ¢ HMJIXK. Haumbonee uvacrto
ObHapyXuBawTCA MyTauuu B reHax, OTBETCTBEHHbIX
32 pas3BuTME pPas/IMYHbIX TUNOB KapauommonaTum:
TPM 1, MYH 7, MYBPC 3 u gp.

* HMJIXX moKeT couyeTtatbCA C HepPBHO-MbILLEYHbIMU
3aboneBaHMAMMN, XPOMOCOMHbIMU abeppaumamu.

e V 44 % 60nbHbiXx ¢ HMJ1}K HabnopgaeTca cemeuHbIN
XapaKkTtep 3abonesanuna: B 70% cnyvyaeB ¢ ayTOCOMHO-
AOMMWHAHTHbIM HacnegoBaHmem, B 30% - X-
cuenJieHHbIM peuecCUBHbIM.



ItnonartoreHes HMJ1K

[Tomumo runotesbl 0 npoucxoxaeHnum HMJ1:X B

pe3ynbTaTe HapyLeHHOro ambpuoreHesa,
npeanoXeHbl U gpyrue namoz2eHemu4yecKue
MeXaHU3Mbl:

* paccnoeHue MMOKapAaa B pe3yabTate AnaaTtauuu;
* meTtabonunueckne pedeKrbi;
* KOMMEHCaToOpHasA rmnepsacKkynapu3alms.



Mopdonornyeckme sapmanTbl HMJTK

MOP®OJIOTUYECKHUE BAPUAHTDI
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Mopdonormyeckme nameHeHma s cepaue npu HMJTHK




PemoaenupoBaHue cepgua npu HMJIK

OunataunoHHasn

:> MMneptpodmyueckas

pemoagennpoBaHuA
cepaua npu HMJTXK

PecTpuktnBHas

20% oOemeit ne umerom npu3HaKo8 pemooeupoBanus cepoua
HU NO 0OHOU U3 KAPOUOMUONAMUYECKUX hOopM.



HomeHKnaTtypa HMJIAK

dopmMbl KapaUoOMUONATUI: CEMENHAA U HeCceMeUnHas.
(Esponelickoe o6wecmeso Kapouonozos, 2008)

¢Oprl HEeKOMNAaKTHOM Kapgagnomumonatun.

usonmposaHHaa (HMJIX saBnsercAa camocToATe/IbHbIM
3aboneBaHuem);

Heu3onuposaHHaa (couyetaHme HMJ/TXK ¢ BpOXKAEHHbLIMMU
NOpoKamm cepaua, HacneacTBeHHbIMU CUHAPOMaMM).

HekomnaKTHbIi MMOKapA NeBOro >Kenyaouka OTHOCUTCA K
rpynne «HeknaccupuumpoBaHHbIX» KapaAUOMMONATUN.

(BO3, 1995)

HEKOMnaKTHgﬂ Kapgumomuonatma ABAAETCA I'IepBVI‘-IHOﬁ
reHeTn4eCcKom Kapgamommonatmeunu.

(AmepukaHckoli accoyuayuu cepdya, 2006)



HomeHKnatypa HMJIXK

Mpusnaku HMJ/TXK no knaccudpumkauum MOGE(S):
mopdonornyeckana xapakrepmuctuka (M);
nopaXeHHble opraHbl (O);
XapaKTtep HacneaoBaHusa (G);
sTnonorus (E);
CTaanA XpOHUUYECKOM cepaevyHoin Heao0CTaTouHOCTH (S).
(BcemupHasa OpzarHu3ayua Cepoya, 2013)

Mo MKB 10 HMJ1XK otHocutca K IX Knaccy (apyrme 6onesHum
KpoBoobpalueHus).

Mpumep pAumarHo3a: HeKOMNaKTHbIK MUOKapA, NeBoro
¥Xenyaouka, aunarauymoHHaa ¢opma. HK 2A crt., Il PK no NYHA

(PedepanvHoie KnuHUYEeCKUEe peKomMeHOayuu rno OKa3aHu mMmeduyUuHCKoli nomouwu demsam c
Kapouomuonamusamu, 2015)



OcCHOBHble KAnHNYeckue Kputepmum HMJIXR

CepaeuHasa _HeAOCTaTOYHOCTDb npu Bblpa)XeHHOM
CUCTONIMYECKOUW  AUCOYHKLUM  NEeBOro  KenyaouKa
(Hanbonee paHHue npoasneHna HMJ1K).

HapyweHuna cepgevyHoro putma U NPOBOAUMOCTM
(HauMHaa ¢ mameHeHunt B cermeHTe ST M 3aKaH4YMBaA
XU3HEYrpoXalwwmmn  AU3pUTMUAMM, TaKMUMM  KaK
YXenypouyKoBas Taxukapaums, YKenypoukoBas
dbubpunnauua, 6pagukapagua, AB-bnokapa BTOpOMU
cTeneHu).

Tpomboambonum.

B 20% cnyvyaee HMJIX npomekxkaem 6e3 KauHUYeCKUX
CUMMMOMOB8 U A8s19emca oua2HoCMu4YecKkoUu Haxo0KoU.



OcHOBHble meToabl ANArHOCTUKKM HMJTK

OcHOBHbIM meToaom anarHoctukn HMVIJTXK Ha ceroaHAWHUU AeHb
ABNAETCA 3XOKapauorpadua, Kak Hanbonee AOCTYNHOE U NErko
npumeHaemoe uccaeposaHue.

OcHoBHOM Kputepuit HMJ1K:

HalMuMe HEeKOMMNAKTHOro cybsHAOKapANanbHOrO U KOMMAKTHOTO
cy63nuKapananbHoOro ci0eB MUOKapAaa MpU UX COOTHOLUEHUM
6onee 2.

HeKkomnaKTHbIA CNOI NpeacTaBsieH YTO/LWEHHbIMU Tpabekynamm
C rnyboKkmnmm MeXTpabeKynapHbiMun NPOCTPaHCTBAMM
npeMmyLLecTBeHHO B 061aCTU anMKasibHbIX U CPegHUX CEerMeHTOB
60KOBOM M HUXKHEWN CTEHOK N1€BOTO YKenyaouKa.

(Chin T. K.,1990; Jenni R., 2001; Paterick T. E., 2012; Stollberger C., 2013)

MarHuTHoO-pe3oHaHCHaA Tomorpadus No3BONAET YTOUYHUTb
TO/ILLMHY U PACNPOCTPAHEHHOCTb KOMMAKTHOro U HEKOMMNAKTHOTO
cnoeB MMOKapAaa.



JleyeHne HMJ1K

* OCHOBbIBaeTCA Ha KoppeKuunm mn npodpunakTuke Ttpex
OCHOBHbIX KJ/IMHUYECKMX npoABneHunin 3abonesaHus:
cepaevyHou HeAO0CTaTOYHOCTH, apuTMnMn 7
IMBONNUYECKUX OCNOXKHEHUMN.

* Mpu otcytctBUM 3dpdPeKTa OT NPOBOAMMON Tepanum,
TOPNUAHOM  TEeYeHUu 3abonesaHun BO3MOXHa
NOCTAaHOBKA B JIUCT OXXWAAHUA HA TPaHCNJAAHTaAUUIO

cepaua.

 MayMeHTam C XU3HEYrpoXKawwWwnMmm HapyLeHUaAMU
putma HeobxogmMma YCTaHOBKA KapauoBepTepa-
aedbunbpunnaropa.



KanHnyeckun cnydam HMJTHK

leBOuKa, 15 ner, Haxoaunacb Ha  J1eYyeHuu B
Kapauopesmartonorudyeckom otaeneHun bY [AHP «lopoackasa
AEeTCKaA KAMHu4Yeckana 6onbHmnua Ne 1 r. [loHeuKa».

*anobbl Nnpu noctynneHnn Ha ronosHble 6onu.

AHamHe3 3aboneBaHuA: ronoBHble 60nAM nepuoaUyecKu
becnokoAaT pebeHKa B TeuyeHune roga. [pu ambynatopHOM
obcnepgoBaHMM BbifiBIeHa apTepuasibHas TrUNepTeH3uu, no
noBoAy KOTOPOW MO/yyasna CceaaTUBHYIO Tepanuio, 3Hananpua B
Ao3e 5 mr B CyTKM. Hecmotpa Ha npoBoguMmoe JievyeHue,
COXPaHANUCb noBbiweHHble noKasatenam A (ao 145/80 mm
PT.CT.), B CBA3M C YeM AeBOYKa 6blz1a rocNUTaIM3MpPOBaAHa.

U3 aHamHe3a KM3HU: pacTeT U pa3BUBaAETCA COOTBETCTBEHHO
BO3pacTy.

CemelHbIM aHaMHe3: Yy MaTepu naToNoruAa cepaedvHo-
cocyamuctomm cuctembl (yTouHuTb 3aboneBaHue B Hactosllee
BpemsA He NpeacTaBaaeTca BO3MOXKHbim), exitus letalis B Bo3pacrte
a0 40 ner.



[laHHble 06beKTUBHOIO 0bcegoBaHUA

Mpu noctynneHnn  obuiee cocToAHME YAOBAETBOPUTENbHOE.
Temnepatypa Tena 36,7°, YCC 76/munH, 44 20/mun, AL D-150/80, S-
140/80 mm pT.cT., macca 65 Kr, poct 165 cm, UMT 23,9 Kr/m2.

HopmocTteHnuecKoro TEeNOCNOXKEHUSA, YAOBNAETBOPUTENIbHOTO
nuTaHnA. KoKHble NOKpoBbl 6aeaHO-po3oBble, uucTble. Cansuctble
po3oBble, uuctblie. Nepudepuueckue nnmeoysnbl He yBenuueHbl. Mpu
ayCKynbTauum B  NIeTKUX  Be3UKyNApHoe  AbixaHue. [paHuubl
OTHOCUTE/IbHOW Ccepae4yHOM TynocTu Bo3pacTHble. TOHbI cepaua
rPOMKUE, PUTMUYHDbIE, KOPOTKUIA CUCTONMYECKMK wym B V TOuKe b6es3
30Hbl npoBegeHna. Xueot mAarkum, 6esbonesHeHHbIN. NeyeHb y Kpasn
pebepHoit ayru. CeneseHKa He nanbnupyerca. Ctyn 1 pa3 B AeHb,
odopmneHHbIn. MouencnyckaHue He HapyLUeHo.



[aHHble AONONHUTENbHbIX MeToA40B 0bcneaoBaHUA

KnnHunyecknm aHanns KpoBu

[arta Jp. Hb un Neiik. 3 n C n M CO3 | Tpom6. Ht
17.11. | 4,41 127 1,0 4,2 5 1 33 51 10 3 233 39,6
20.11. | 4,36 126 1,0 4,3 3 1 58 34 4 3 218 37,9

Bunoxnmnyecuun aHanus KpoBu

Bunanpy6buH
KpeaTtnn
FnoKosa O6wy, Mouesu MKMOAb/n ACT AT Lien Ca obwy
WH
Aarta mmonb/ 6enokK Ha MKMOND o o dochar | mmonn/ ACNO CPb PO
n n
n r/n monb/n 06LI.I, npam e/n n

/n

171 4,4 97 4,4 83 12,2 2,4 23 22 265 2,38 | >200 <6 <8




[laHHble A0ONONHUTENbHbIX MeToA40B 0bcneaoBaHUA

Koarynorpamma: lNB-16¢c, AYTB - 29 c.

TupeoupgHaa naHenb: TIT — 2,04 mKME/mn, T4 cB
— 15,83 nmonb/n, AT-TNO - 64,07 ME/mn.

AHa/IM3 MOYUYU: OTHOCUTENIbHAA NJIOTHOCTb MOYUM
1014, neunk. 3-4 B none 3peHuUA.

AHanus moum no HeumnopeHko: neuk. - 250/mn,
3puUTp. - 0/mn, unamHapbl - 0/mn.



|ﬂ,aHHbIe AOMNO/THNTE/IbHbBIX METOA0B 06C.I'Ie,£I,OBaHV|FI

OKI': Purm cunycoBbiid, peryjasapubiii. UCC 75/mun. PQ
0,18, QRS 0,08", QT 0,34", QTc 0,38 ".  V¥Yroa a +90°,
BepTHUKAJbHOE moJoxkenue I0C

IxoKT': Pa3mepsl Kamep cepaua B HOpMe.
['nneprpadexkyJIsipHOCTL MHMOKapAa JIEBOIO JKeJYI04YKa B
00/1aCTH BEepPXyIIKM M OOKOBOM CTEHKHU. OIpeaeaTCH
MHOKECTBEHHbIe  KpPYIHbIe TpPadeKyJjbl, MHOKeCTBCHHbIE
MEKTPAOEKy/JIsApHbIe IPOCTPAHCTBA, CBA3AHHBIE C IOJOCTbHIO
JeBOro :xeayaodyxka. IIpusHakM HEKOMIAKTHOI0O MHOKapaa
BEPXYLICYHO-00KOBOM 00J1aCTH JIEBOI'0 3SKEJYI0YKA. HAJU4YUe
JABYX CJO€B B  CTEHKe JKeJyI04Ka  (HEeKOMIIAKTHOIO
CYOIHAOKAPAUAJIBLHOIO M KOMIIAKTHOIO CYy03NMUKAPAMAJIBLHOIO).
I'unepkuHe3ust Muokapaa. ®B 76%o.



[laHHble AONONHUTENbHbIX MeToA40B 0bcneaoBaHUA

Y3U: HopmanbHaa 3XOKapTMHA MNe4YeHU, KeNnyHoro nysbipAa,
NOAXKENYAOUYHOU Kenesbl, Ccene3eHKW, no4vek, npoeKkuum
HagnoyeyHukos. AnddysHblie U3SMeHeHUs WUTOBUAHOM Kenesbl.

CytouHoe moHutopuposaHue ALl: CpegHue 3HavyeHuna Al aHem
coctaBunm 158/93 mm pT.cT. (NOoBbILWEHHbIE), HOoublO 144/83 mm
pT.cT. (noBbiweHHbie). CpepgHAa YCC pgHem 77/MMH, HOUbIO
72/muH (HopmoKapausa). UHaeKc BpemeHU 3a CYyTKM No 3nmM3oaam
rmnepToHun: cucronnuyeckum — 100 %, anmacronnyeckum 96,5 %.
MakcumanbHoe 3HaueHue ALl gHem 170/106 mm PT.CT., HOUbIO
157/98 mm pT cT. MMHMManbHble 3HayeHua Al pgHem 131/72 mm
pT.CT., Houbto 134/71 mm prt.cT. CTeneHb cHMKeHua Al B HOUHOe
Bpema: CAL — 9 %, HepocTtaTouHaa (nondipper); AAA — 10 %,
poctatoyHaa (dipper). BeamunHa u cKopocTb YTPeHHero nogbema
ALl B npeaenax HOpMbl.



[laHHble AONONHUTENbHbIX MeToA40B 0bcneaoBaHUA

P3I: B 6acceHe BHYTPEHHEW COHHOM  apTEpPUM
NPABOCTOPOHHAA aCMMMETPUA KPOBEHANO/NIHEHUA; TOHYC
COCYyAOB U BEHO3HbIW OTTOK B Hopme. B 6acceiHe
NO3BOHOYHOM apTEPUUN KPOBEHAMNO/IHEHME CHUXEHO (nerkasn
rmnoBosieMua ¢ 06enx CTOPOH); TOHYC COCYyA0B U BEHO3HbIU
OTTOK HEe HapyLUeHbl.

Ro-rpadma opraHoB rpyaHOU Knetku: B npamou npoekuuu
YHKOBepTebpanbHble  BO3BbIWEHUA  3aocTpeHbl. [lpwm
crubaHum cmeweHune B cermeHtax C2-C4 po 3,0 mm
Knepegu. MNMpu pasrubaHun cmeweHne B cermeHtax C2-C4
3,9 mm K3agu. Hebonblwiune 3agHue Kpaesble pa3pacTaHuA.
HectabuabHOCTbL WLEMHOro oTAaesia N0O3BOHOYHUKA. XOHAPOS3.



KAMHUYECKUM AnArHo3

HekomnaKTHbIA MMOKapAa NeBOro enyaouka,
HK 0.

ApTepuanbHaa runepreH3sna. AYyTOMMMYHHbIU
TMpeongurt, runeptpodunyeckaa popma,
syTupeos. HectabuabHoCTb LWLEUHOTO OTAENa
NO3BOHOYHMKA.



BbiBOoAbI

OcobeHHOCTbIO AAHHOrO Cayyana ABAAETCA BbiABNEHUE
HEKOMMAKTHOTO MMOKapAa /1IeBOro Xenyaodka npu
obcneposaHun pebeHKa no noBogy aprepuanbHOMU
runepTeH3un.

Ha momeHT obcnepoBaHUA KAUMHUYECKUX CMMMTOMOB,
XapaKTepHbIX ANA KapAMOMUOMNaTUM, BbLIABJIEHO He
6bin10.

CemeiHblh aHamHe3 (cmepTb maTepu OT cepAeyHo-
COCYyAMUCTOM nNaTonorMuM) nos3soafAeT npeanoNoXuTb
cemenHbIN XxapaKkTep 3aboneBaHus.

PebeHOK Hy)Xpaetca B nposBeAeHUn AUHAMUYECKOTrO
HabnopeHus, npodunakTuke cepaevHou
HeAOoCTaTOYHOCTN, apUTMUU U Tpomboambonnuyeckux
OC/NIOXKHEHUMN.



bnazooapro 3a sHuUmaHue!



