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HEKOMMAKTHbIN MUOKAPA, B MPAKTUKE AETCKOrO
KAPAUOPEBMATOJIOINA

Yanaa J1.9., Hanetos A.B.,
® Macrota A1.U., Kypbiwesa O.A.,
e = Mockantok O.H., Kotosa O. B.,
Apxupeickas O.B.




HekomnaktHbii muokapa (HM) - kKapaumomuonartus,
aHOMaNnA CTPOEHUA cepauad, KOoTopas 3aKa4vaeTca B
HaANMYUN ABYCIOMHOU CTPYKTYPbl MUOKapAa, COCTOALLEM
n3 BHYTPEHHEro, BbICT/IAHHOrO SHAOTE/NINEM,
HEeKOMMNAaKTHOro (TpabeKkynapHOro) cnoa 1 nexkawero nog,
HUM KOMMAKTHOro C/oA.

CywiecTtByeTr HECKONIbKO TEPMMUHOB A7 XapaKTepPUCTUKMU
AAHHOM NAaTONOrMN: HEKOMMAKTHAaA KapAauomMuonaTtus,
CMHAPOM HEKOMMNAKTHOr0O MMOKapaa, HEKOMMAKTHbIN
MUWOKapa nNeBoro xenyaouka (/1}K), rybuatbit mnoKapa,. B
oTeyecTBEHHOMW NUTepaType yYale UCNO/Ib3yeTca TePpMUH
«HEKOMNAKTHbIX MUOKapA, N1eBoro xeayaouka» (HMJTK).

®dedepanbHbie KAUHUYECKUEe peKomMmeHOayuu no oKa3aHuo meduyuHCcKolU nomouwu 0emsam ¢
Kapouomuonamusamu, 2014



AKTyanbHocTb HMJIXK

HMJ1K npeactaBnser cobom oaHy U3 aKTyasibHbIX Npob6aem AeTcKkoun
KapanopeBmaToaormm

NMatonormna moxxer MaHM(IJECTMpOBaTb KUsHeyrpoxxarowmmm CoOCtToaHNAMU

4 N

HepocTtaTouHO M3yyeHbl BOMPOCbI 3TMONAToreHesa, Kaaccnpumkauum
3aboneBaHun, ocobeHHocTen TeueHus, guddepeHunanbHoOun
ANArHOCTUKMK ¢ gpyrmmu opmamm KapguomuonaTtui,

npeauKTOpoB HeEbGAronpuUATHOro UCXoaa Yy AeTeun




PacnpoctpaHeHHOoCcTb HMJIX

Bnepsble peHOMEH HEKOMMAKTHOro Muokapga b6bin
onmcaH B 1926 r. Grant R.T. no pe3ynbratam
natomop@onormyecKkoro nccneagoBaHusA.

LleneHanpaBneHHoe u3yyeHue 3abonesBaHuAa cTano
BO3MOXHbIM NoOC/Ae BHeAPEHUA B KJAMHUYECKYIO
NPaKTUKY 3XOKapauorpadpun.

TepmuH «HEKOMMNAaKTHbIU MUOKapA neBoro
}Kenyaouka» 6bin BeegeH B 1990 r. Chin T. K.

PacnpocTpaHeHHOCTb HMJTXK BO B3POC/I0U
nonynauun cocrtasnser 0,014-1,3 %. Y peren HMJIHK
Ha TpeTbem MecTe cpeaun BcCceX KapauomumonaTtum
nocne AUNATALUOHHON U rMNepTpodUUECKOoMN.



ItnonartoreHes HMVIJ1XK

« Haubonee npunsHaHa KoHUenuua
dopmuposaHmna HMJ1XK B pesynbrate
HapyLweHua ambpuoreHesa.

* HM/XK — aHomanua ctpoeHnA cepaua,
KOTOpaA XapaKTrepusyeTcsa
noBbilleHuem TpabekynapHocTu
MUOKapAaa, vyaiwle J1XK, Haanumem
MeEXTPabeKyNApPHbIX NPOCTPAHCTB, YTO
NPUBOAUT K CHUXKEHUIO CUCTOINYECKOM
dyHKuum XK.

/B npouecce ambpunoreHesa mMMoKapaunanbHble TpabeKynbl NOABAAIOTCA Y 3MOPMOHA Ha
4-iA Hepgene rectauun. B oTCyTCTBMM 3NUKapANAZIbHO KOPOHAPHON LIUPKYAALUM OHU
YBEMUYUBAIOT NAOLLAAb NOBEPXHOCTU MUOKapaa. HaunMHaa ¢ 2-ro mecaua
ambpuoreHesa pa3BuBaeTcA KOPOHapPHOe KPoBOObpalleHnAa n ugeTt pemogenmpoBaHume
(ynnotHeHue, «KomnaKkTUsaumMa») MMOKapaa. YBennueHue Kenyao04ykoBbix 06bemos
K K KOMnpeccum Tpabekyn n yBesIMueHUIo TONLLMHbI KOMNAKTHOrO C/101.

~
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ItnonaroreHes HMJIXK

YnAoTHeHUe MMOKapAa UAET NO HanNpPaB/IeHUIO OT ANUKapPAaA K SHA0KapAYy,
OT OCHOBaHMUA cepaLa K ero BepxyLUKe, OT NeperopoaKku K cBob6oaHoiA
CTEHKe }XeNyaouKa u 6onee BbiparxkeHoB /1K, uem B npaBom.

NMaTonornyeckaa ocTaHOBKA 3M6puoreHe3a Ha 3TOM 3Tane c4ntTaeTca
natoreHeTU4eCKNMM MmexaHnU3ImMmom, nexxamm B oCHoBe
HEKOMMNAKTHOM Kapavomumonatuu.

Kak npaBua0, nog HEKOMNAKTHbIM MUOKapAOM NOApPa3ymeBatoT NaToNormio
JIXK, TaK KaK npaBbii XKenyaouek 6onee tpabekynapeH B
HOpMe U AMarHoCcTUKa 3aboneBaHMA 3TO Kamepbl cepaua 3aTpyaHEHa.




3tnonaroreHes HMJIX¥K

* U3BecTHO 20 reHoOB, B KOTOPbIX OOHapy)XMBalOTCA
myTaumm y naumeHtos ¢ HMJIK. Hambonee uacrto
obHapyXMBAOTCA MyTauun B reHax, OTBETCTBEHHDbIX
32 pa3BUTUE pPa3/IMYHbIX TUMOB KapAUOMMONATUM:
TPM 1, MYH 7, MYBPC 3 u pp.

* HMJIXK moxKeT co4yeTtatbCA C HEpPBHO-MbILIEYHbIMU
3aboneBaHUAMU, XPOMOCOMHbIMMU abeppayuamu.

* ¥V 44 % 60nbHbIX ¢ HMJ/1:K Habnopaetrca cemenHbin
Xapakrep 3aboneBaHua: B 70% cnyvyaeB € ayTOCOMHO-
AOMMWHAHTHbIM HacnepoBaHuem, B 30% - X-
cuen/IeHHbIM peL,eCcCUBHbIM.



3tnonaroreHes HMJIX¥K

lTomumo runotesbl 0 npoucxoxxgeHnm HVIJ1xK B
pe3yabTaTe HapyLWeHHOro ambpuoreHesa,
npeanoXeHbl U Apyrue namoz2eHemu4yecKue
MEeXAaHU3M®bl:

— paccnoeHne mMMUOKapAaa B pe3ynbrate Agunatauuu,

— meTtabonnueckue gedeKrbi;

— KOMMNEeHCaToOpHaAa rmnepBackynapumnusauusa.



Mopdonoruueckme sapmaHTbl HMJ/1XK

[ MOP®ONOIMMYECKUE BAPUAHTDI }

'

[ JlTakyHapHbIN } [

.

-

\_

HM npepctaBneH
ceTbio
XOpoLo

Tpabekyn

~

BU3YyanuU3npYyrLWUNXCH

/

. |

l'y6uatbin

N\

J1

.

CMmellaHHbIN

-

HM
npeacrasBrieH
YyepeaoBaHUEM
MHOXecTBa
MenbYauluMX faKyH

~




Mopdonornyeckme nameHeHua B cepaue npn HMJ1K




PemogenupoBaHue cepgua npy HMJIXK

OvnataunoHHan

:> M'MnepTpodmnueckas

AN

Kapanomuonatuyeckue hopmbl
pemoaenupoBaHuA
cepaua npu HMJTX

PecTpukTnBHas

20% peTtei He MMeEIoT NPU3HAKOB pemMmoaeNMpoBaHusa cepaua
HW NO OAHOI U3 KapanomuonaTuuecknx popm.



HomeHknatypa HMJ/1XK

dopmbl KapaMoOMUONaTUI: CEMENHanA U HeceMmenHas.
(Eeponelickoe obujecmeo Kapouonozoe, 2008)

¢0prI HEKOMMAKTHOMU KapagnomMmmnonaTtun.

— WU30/1MPOBaHHAA (HMJTXK ABNAeTCA CaMOCTOATE/IbHbIM
3abonesaHunem);

— HeunsonupoBaHHaa (couyetaHme HMJIXK c BpoXXAeHHbIMM MOPOKaMM
cepaua, HacneacTBeHHbIMU CUHAPOMaMMU).

HeKomMnaKTHbIM MMWOKapA, NeBOro »enypouvyka OTHOCUTCA K
rpynne «HekKnaccupuumMpoBaHHbIX» KapAUMOMMONATUN.

(BO3, 1995)

HeKkomnakTtHaa Kapauomumonatua ABAAETCA NepBUYHOMU
reHeTU4YEeCcKoun KapauomumonaTtuen.

(AmepukaHcKoli accoyuayuu cepoya, 2006)



HomeHKnatypa HMJIXK

Mpusnakum HMJ/TXK no knaccudpumkauum MOGE(S):

— mopdonornyeckan xapakrepmuctuka (M);

— nopaXeHHble opraHbl (0);

— XapaKTtep HacnegosaHua (G);

— 3tunonorua (E);

— CTagua XPOHUYECKOU cepaevyHOn HeaoCTaToOuHOCTH (S).

(BcemupHasa OpeaHu3ayusa Cepdya, 2013)

Mo MKB 10 HM/XK oTtHocutca K IX Knaccy (apyrme 6onesHum
KposoobpalieHus).

NMpumep AnarHosa: HeKomnakTHbIM MMUOKapA NeBOro
Kenyaouka, amnaraumoHHaa ¢opma, HK 2A cr.

(PedepanbHbie KnuHUYECKUe peKoMeHOayuu NooKa3aHuo meduyuHcKol nomowju demsam c
Kapouomuonamusamu, 2014)



OcHOBHble KauHn4vyeckue Kputepum HMJ1XK

* CeppevHasn HeAO0CTAaTOYHOCTb npuv Bblpa)XeHHOM
cuctonnueckon paucpyHkumm JIXK (Hambonee paHHMe
npoasneHua HVIJ1XK).

 HapyweHuna cepaeyHoro putma U NPOBOAUMOCTHU

(HauMHaa ¢ usmeHeHuit B cermeHTe ST M 3aKaHu4UMBaA
XU3HEYIrpoXawwmumm  AU3pUTMUAMK, TaKUMU  KaK
YXenyaovuKoBas TaXuKapaua, YKenyaouyKoBas
dbunbpunnaumua, 6paaukapaua, AB-6bnoKapa BTOpOU
cTeneHun).

* Tpomboambonumn.

B 20% cny4yaee HMJ/IX npomekaem 6e3 KauHU4YecKux
CUMMMOMOB8 U A8s19emcAa duacHocmuyecKol Haxoo0KoU



OcHoBHble meTtoabl AnarHOCTUKN HMJTXK

OcCHOBHbIM meTogom AnarHoctukmn HMJ1XK Ha cerogHAWHNA AeHb
ABNAETCA 3XOKapauorpadua, Kak Hambonee AOCTYNHOE U NErko
npumeHaemoe uccaegosaHue.

OcHosHOM Kputepunn HMJIXK:

Ha/inume HEeKOMNAaKTHOro cyb6sHAoOKapAuaAbHOro U KOMNAKTHOro
cybanuKapauanbHoOro c/i0eB MMUOKapaa MpPU MX COOTHOLUEHUMU
6onee 2.

HeKoMnaKTHbIMA C/AOM NpeacTaBAeH YTOJLWEHHbIMU TpabeKkynamu
C rnybokumm MeXXTpabeKynapHbIMK NPOCTPAHCTBAMM
npenmyLLecTBeHHO B 061acTn anuKanbHbIX U CpeaHUX CErMEHTOB
60KOBOM U HNIKHEWN CTEHOK /1I€BOr0 *KeNyaouKa.

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

MarHuTHO-pe3oHaHCcHaA Tomorpadma NO3BOAAET YTOUYHUTL
TO/ILWMHY U PACNPOCTPAHEHHOCTb KOMMAKTHOTO U HEKOMMAKTHOrO
cnoeB MMOKapAa.



dXoKapauorpadudeckme npusHakm HMIJ1XK




NNeyeHne HMIJIXK

* OcCHOBbIBaeTCA Ha KoppeKuun un npodpunakTuke Ttpex
OCHOBHbIX K/MHUYECKUX npoABneHUU 3abonesaHusa:
cepaeyHou HeAO0CTaTOYHOCTH, apUTMUM 7
3IMBONNUYECKUX OCNNOXKHEHUMA.

* Mpun otcyrctBun 3¢pdPeKra oT nNnposBoaMMON Tepanum,
TOpNMAHOM  TeyeHun  3aboneBaHuA BO3MOXHa
NOCTAHOBKA B JIUCT OXMWUAQHUA HA TPAHCNNAHTaAUUIO

cepaua.

 [laumMeHTam C KU3HEYrpoXKawwummum HapyLeHUuaAMuU
putma Heobxoamma yCTaHOBKa KapauosepTepa-
aedbunbpunnaropa.



KnnHunuecknu cnyyam HMJIXK

JdeBoyka, 15 ner, Haxogunacb Ha NevYeHUMN B
Kapauopesmartonormdyeckom otaeneHumn by «lfopoackaa aetrcKkas
KAuHuYeckana 6onbHuua Ne 1 r. loHeuKa».

*anobbl npu NnocTynneHMn Ha ronosBHble 60u.

AHamHe3 3aboneBaHUA: ronosHble 60nn 6ecnoKoaT pebeHKa
B TeyeHue roga. NMpu ambynatopHom o06cneposaHnn BbiABNEHA
apTepuanbHas rUNepTeHsuMu, No MNOoBOAY KOTOPOM nojaydvana
cefaTUBHYIO Tepanuilo, ¢ Havyana Hoabpa 2020 r. - sHananpuna B
Ao3e 5 mr B Ccytkmu. HecmotpAa Ha nposoaumoe neyvyeHue,
COXpaHANAUCbL nNoOBbilWeHHble noKa3atenaum Al (po 145/80 mm
PT.CT.), B CBA3M C YeM AeBOoYKa bblsia rocnutannsnpoBaHa.

N3 aHamHe3a XU3HU: pacTeT U pa3BUBAETCA COOTBETCTBEHHO
BO3pacry.

CemenHbIA aHaMHe3: Yy MaTepu naTtonorna cepaeyvyHo-
cocyauctom cuctembl (yTouHuTb 3abonesaHme B HacrosALllee
Bpemsa He NpeAcTaBAAeTcA BO3MOXHbIM), exitus letalis B Bo3pacrte
Ao 40 ner.



[1aHHble 06beKTnBHOro obcnepoBaHusa

Mpu noctynneHMn  obuiee cocTosHUE YAOBAETBOPUTENbHOE.
Temnepatypa Tena 36,7°, YCC 76/mun, Y4 20/mun, AL D-150/80, S-
140/80 mm prT.cT. (95 %o Al = 129/84 mm pT.CcT.), Macca 65 Kr, pocT 165
cm, UMT 23,9 kr/m2.

HopmoCTEHMYECKOro  TeNoC/I0XKeHus, YAOBNETBOPUTENbHOTO
nuTaHnA. KoXXHble NOKpoBbl 6neaHO-po3oBble, uuctble. CausuUctblie
po3oBble, uucrtble. Mepudepuuveckne nnmdeoysnbl He yBenunyeHbl. Mpwu
ayCKynbTauuu  AbiXaHue B JIerTKUX Be3uKynsapHoe. [paHuubl
OTHOCUTE/IbHOU CepAedYHOM TynoctTu Bo3pacTHble. ToHbI cepaua
rPOMKUE, PUTMUYHDbIE, KOPOTKUA CUCTONMYECKMIA wym B V TouKe b6es3
30Hbl NpoBeaeHuA. Xusot marknin, 6esbonesHeHHbIn. NMeyeHb y Kpas
pebepHon payru. CeneseHKa He nanbnupyetrcAa. Ctyn 1 pa3 B AeHb,
odopmneHHbin. MouyencnyckaHme He HapyLleHo.



[laHHble AONONAHUTENbHbIX MeToA0B 06cnenoBaHUSA

KnnHuunyeckmnm aHanns KpoBu

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

Buoxumunuecmuun aHanus KpoBU

KoeaTuH Bunupy6uH
FnioKos3a 06wy Mouesu ; MKMOAb/n ACT ANT Len Ca obuy,
Oata mmonb/ 6enok Ha v dochar | mmonb/ ACNO CPBb P
n r/n monb/n MK'}nonb 06I.I.l, npam e/n e/n e/n n
n

17.1 4,4 97 4,4 83 12,2 2,4 23 22 265 2,38 >200 <6 <8
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[laHHble AONONHUTENbHbIX MeToa0B 06cnenoBaHUA

Koarynorpamma: lNB-16¢c, A4YTB-29c.

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

AHaNN3 MOYN: OTHOCUTENbHAA MNNAOTHOCTb MOYMU
1014, neukK. 3-4 B none 3peHus.

AHanu3s moun no HeumnopeHKo: neuk. - 250/mn,
3puUTp. - 0/mn, unnamHapbl - 0/mn.



[laHHble JONONHUTENbHbIX MeToA0B 0bcnenoBaHus

3KI: Putm cuHycosbiit, perynapHbiii. YCC 75/muu. PQ 0,187,
QRS 0,08, QT 0,347, QTc 0,38”. VYrona +90°, BepTUKanbHoe
nonoxeHune 30C

IxoKrI: Pasamepbl Kamep cepaua B Hopme. lmneptpabekynapHocTb
MUOKapaa NeBOro Xenyaovka B o6nactm Bepxywku n 6okosoun
CTEHKU: onpeaenaloTcd MHOXeCTBEHHble KpynHble Tpabekynbl,
MHOXeCTBEeHHble MeXTpabeKynapHblie NPOCTPAHCTBA, CBA3aHHbIE
C MONOCTbIO N1IEBOro enypouka. [pusHaKn HEKOMMNAKTHOro
MMUOKapaa BepxyLeyHo-60koBOoM 06nacTU NeBOro Xenyaoudka:
HanuuMe ABYX CNOeB B CTEHKe Xenyaouvka (HeKOMNaKTHOro
Cy63HAOKapAUaNbHOTO M KOMMNAKTHOro cybanuKapananbHoro).
l'MnepKunHesna mmokapaa. PB 76%.



[laHHble AONONHUTENbHbIX MeToa0B 06cnenoBaHUA

Y3U: HopmanbHaa 3XOKapTMHA MNe4YeHU, KeNYHOoro nysbipA,
NOAYKEeNYyAO4YHOU Kenesbl, Ce/ie3eHKU, MNOouYeK, npoeKkuumn
Hagno4YyeyHUkos. AnddysHbie U3MeHeHUA WUTOBUAHOMW XKenesbl.

CytoyHoe moHuTopupoBaHue Al: CpegHue 3HavyeHna Al gHem
coctaBuam 158/93 mm prt.cT. (NnoBbiWeHHble), Houblo 144/83 Mmm
pT.cT. (noBbiweHHbie). CpepgHaa YCC pgHem 77/MuH, HOYbIO
72/muH (HopmoKapaus). UHOeKc BpemeHU 3a CYTKU NOo 3n1M3o4am
rmnepToHun: cucronmnuyeckum — 100 %, amacronmnueckmi 96,5 %.
MaKcumanbHoe 3HaueHue Al aHem 170/106 mm pT.CT., HOUYbIO
157/98 mm pT cT. MMHMManbHbie 3HayeHua Al aHem 131/72 mm
pT.CT., HOublO 134/71 mm prT.cT. CTeneHb cCHUXXeHua ALl B HOUHOe
Bpema: CALD - 9 %, HepaoctatouHaa (nondipper); AAA — 10 %,
pocrtatoyHaa (dipper). BeanunHa u cCKOpocTb YTPEHHEro noagbema
A/l B npegenax HOpmMbl.



[laHHble A0NOAHUTENbHbIX MeToA0B 0bcneaoBaHUA

P3I: B 6acceHe BHYTPEHHEW COHHOMU apTepum
NPaBOCTOPOHHAA AaCUMMETPUA KPOBEHAMOJIHEHUA; TOHYC
COCyAOB U BEHO3HbIM OTTOK B Hopme. B 6acceuHe
NO3BOHOYHOM apTEPUN KPOBEHAMNO/IHEHUE CHUXKEHO (nerkas
runososemma ¢ 06enx CTOpoH); TOHYC COCyAOB U BEHO3HbIN
OTTOK He HapyLUeHbl.

Ro-rpaduma opraHos rpyaHOU KneTtku: B npamoun npoekuum
VYHKOoBepTebpanbHble BO3BbIWEHUA  3aocTpeHbl. [pu
crubaHMn cmeweHue B cermeHtax C2-C4 po 3,0 mm
Knepeau. NMpu pasrmbaHun cmeweHume B cermeHtax C2-C4
3,9 mm K3agu. Hebonbline 3agHue KpaeBble pa3pacTaHus.
HectabuabHOCTb WWEWHOTO OTAE/1a NO3BOHOYHUKA. XOHAPO3.



KAMHUYECKUM ANArHo3

HeKkomnaKTHbI MUOKapA 1eBoro
Xenypouka, CH 0.

ApTepuanbHaa runeptTeH3uA.
AYTOMMMYHHbIN TUPEOUNAMNT,
runeptpoduyeckan popma, ayTupeos.
HectabunbHoCTb WLEeMHOro otaena
NO3BOHOYHMUKA.



BbiBOAbI

Ocob6eHHOCTbIO AAHHOTO CAy4Yaa ABAAETCA BbiABAEHUE
HEKOMMNAKTHOr0O MMOKapAa /1eBOro XKenyaoudka npwm
obcnepoBaHMn pebeHKa no noBoay apTepuasbHOMU
rMnepTeHsum.

Ha momeHT obcnepoBaHMA KAMHUYECKUX CUMMMTOMOB,
XapaKTepHbIX ANA KapAuoMUOMNaTUM, BbIABIEHO He
6bin0.

CemeiHblh aHamHe3 (cmepTb maTepu OT cepAeYHO-
COCYAUCTOM MNaTonorMm) no3BOAAET MNpPeAnoNoXKUTb
ceMenHbIU XxapaKkTep 3aboneBaHus.

PebeHOK HyXpaetrca B nposBeAeHUU TeHeTUYecKoro
obcnepoBaHus, AUHAMUYECKOoro HabnroaeHus,
npodunakTtmke cepaevHou HEeAOoCTaTOYHOCTH,
AU3PUTMUN U TPOMOBOIMbONNYECKUX OCNTOXKHEHUMN.
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