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» APpUTMOreHHas

Kapanomumonatmnua — sabonesaHue,

KOTOpOe XapaKTepusyercsa
NPOrpeccupyroLLLMm 3aMeLLLleHUEM
MMWOKapaa npaBoro Kenyaovka *KUpoBowu
N COeANHUTE/IbHOWU TKAHbIO,
NPOABNAETCA KEeNya04YKOBbIMMU
aPUTMUAMM N YaCcTO 3aKaHYMBAETCA
BHE3anHOM CMepPTbIO




CUHOHUMDI:

»APUTMOreHHaa Amcnnasna NpPasoro
enyaouka

» ApUTMOreHHana NpaBoXenyao4ykosas
KapamMommonaTus

»AHEBPU3Ma NPaBOro ¥Xenyao4dka




2NMaeMmnonoruna

» PacnpocTtpaHeHHOCTb ALLITHK moXKeT

BapbupoBaTb B npeaenax ot 1 cayyaa Ha 1000 go 1
cnayyana Ha 5000 HaceneHua.

» BblaeneHbl otaenbHble PernmoHsbl, rae ee
pacnpocTpaHeHHOocTb Bbiwe(1:2000-1:2500) ,
Hanpumep lNpeumna (o. Hakcoc) u Utanmna (BeHeuma).

» B 80% cnyuaes AAINXK Bbiasnaetca B Bo3pacte a0 40
JIET, Yalle y My»K4uH (4:1).
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NcTopus

» TepMUH KaputmoreHHaa gucnaasnAa Npasoro
Xenyaoyka>> b6bi1 Bnepsble npeanoxeH G. Fontaine 8

1977 r. c coaBT. Ha3Banun 3aboneBaHune, BbiABMBLLEECA Y
rpynnbl NAUUEHTOB, CTPaAaBLUUX PE3UCTEHTHOMN K
MeANKAMEHTO3HOM TEPANNN KeNyJ04YKOBOM
TaxuKapgmnen 6e3 ABHOU cepae4yHO-CoCyanNCTomn
NaTONOrnU

» B 1982r. F I. Marcus npeanoxun TepMmnHbl
<KapuUTMmoreHHaa npaBoXXenygo4KkoBan
KapanommonaTtma> nnmn <KaputmoreHHasa 6onesHb
NpPaBoOro enygo4yka>>




ITNONOrnsg

>3a6oneBaHme HeACHOM 3TUO/I0TUM

g HacnencrteeHHaA npmpoaa 3aboneBaHmA

noarsepxaaetca B 30% cnyyaes.
» MU3yyaeTca BAMAHNE NnepeHeceHHON BUPYCHOM

nnun 6akTtepmnanbHON MHPEKUUN, BANAHNE
XUMUNYECKUX PAaKTOPOB, PU3NYECKOro

nepeHanpAaKeHnA.




[eHeTHYecKHe ,IIEIl)EHT]:I, dCCOLHHPOBAHHLIE C HpHTMﬂ]‘EHHGf{ NUCIIIa3HeH

MpaBoro xenyao4ka
Tun AANXK benok Tun HacnepoBanis Xpomocoma/ren

ALTAKT PHaHOMHOBLIA peLenTop | AYTOCOMHO-AOMUHAHTHLIA | 14024.3/RYR2
ALIMAZ He naBecTex AYTOCOMHO-JOMUHAHTHLIA | 1042

ALIITAK3 He n3gecTeH AyTOCOMHO-IOMHHaHTHLIR | 14011012
ALIMKA4 He n3secTeH AYTOCOMHO-JOMUHAHTHBIA | 2032

ALINMAKS He n3gecTeH AYTOCOMHO-[,OMHHAHTHBIA | 3p23

ALIITAKG He 3BecTeH AyTOCOMHO-/JOMHHaHTHBIR | 10p12p14
ALIMAT He naBecTex AyTOCOMHO-lOMUHaHTHLIR | 10022
ALIITHKS [lecmonnakux AYTOCOMHO-IOMHHaHTHLIR | 6p28/DSP
bone3ns Hakcoca | lnakorno6uH AyTocOMHO-peueccuBHblin | 17q21/JUP
ALK He nasecTen AyTocomHo-peueccuenblit - | 14q24q
ALK [lecmonnakux AyTOCOMHO-peLeccHBHbIil | 6p24







[laTOreHes

» 3amelleHne KapaAMoOMMOLIUTOB XKUPOBOU NN
dMOBPO3HO-KMPOBOW TKAHbLIO.

» PasBuTMe aesopraHmMsaumnm cepaua, HapyLieHume
npoBeAeHUA UMNY/IbCOB B 30HaxX PUOPO3HO-KNUPOBOTO
nepepoxaeHus

» BO3HMKHOBEHME KaK HapyLUeHNI PUTMA, TaK U
CHUXKEeHUA COKpPATUTENbHOM CNOCOBHOCTU cepaua.




[MlaToreHes Triangle of dysplasia
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MwukponpenapaT
MWOKapAaa, OKpacKa
reMaToKCUANUH —303UHOM:
NCX04, apPUTMOTeHHOM

KapanomuonaTum npasoro
Kenyaouka:

»rnbenb KapgnommouunTos (a),
»C pa3sutmem pmnbposa un

»MHOUNBTPALUM aannoun-
Tamu (b).




KIMHU4YecKaa KapTuHa

» KnnHMyeckne npmsHakm apuMTMOreHHOW Ancnaasum
NPaBOro Xenyao04ka 06bl4HO NOABAAIOTCA B
NOAPOCTKOBOM W/IN IOHOLLECKOM BO3pacTe.

» TMNUYHbLI *Kanobbl Ha FONIOBOKPYHKEHUE,
NPEeCMHKOMa ibHbl€ U CMHKOMAa/IbHblE COCTOSIHUA,
yyalleHHoe cepauebmnenmne, nepebou B pabote
cepaua, NOBbIWEHHYI YTOMISEMOCTb




JinarHocTuka

» B 1994 r. akcnepTbl EBponenckoro obuiectsa kapaunonoros (ESC)
n ISFC npeanoxunnu cnepgywume onarHoCTUYeCKne Kputepmm
ALIMX:

» bonblwine guarHoCTuYecKkue KpuTepum.

» — BblIpaXXeHHaAaA Annataumna n CHUXeHune Cl)paKLI,I/II/I Bb|6pOC3.
MPaBoro Xeayagodka npun orcytcrsmm nim MMHAMaJibHOM
BOBJ/1€4YEHNI N1eBOIro XeJly404Ka,

» - o4yaroBas aHeBpM3Ma NPABOro Xesynouyka;
» - Bblpa)XXeHHasA cerMeHTapHas AuiaTtauus NpaBoro Xeaynouka;

» - hnbponnnomaTosHoe 3amelLeHe MUoKapaa rno AaHHbIM
3HAOMUOKAPANaNbLHON bruoncuu;

» — 3MNCUIOH-BOJIHA UM OrpaHNYeHHOe paclmnpeHmne KoMrniekca
QRS B ripaBbsix rpyaHbix oTBegeHuax (cBbiwe 110 MC);

» — CEMEWHBbIN XapaKTep 3aboneBaHnsd, NOATBEPXKAEHHbIN AAHHbIMU
ayToONCuUun UIn Npu XMpyprnyeckomMm BMmellaTesbCTBeE.




JinarHocTuka

» Manble gnarHocTM4ecKue Kputepum:
» —YMEpPEHHan CermeHTapHas AMnaTtalnsa NpPaBoro XeayaouKa;

» —yYMepeHHan AunaTtaums NpasBoro Xenyaouka u/uam cHUXeHue ero
dpaKkumm BbIbpOCca NPU MHTAKTHOM JIEBOM }KEJTYA0YKE;

» — PEernoHapHada rMnNoKNHeE3NA rnpaBoro Keayao4Ka,

» — WHBEPTUPOBAHHbLIN 3ybel, T 8 Mpasbix 2pyOHbIX OTBEAEHUAX NPU
OTCYTCTBUM B10OKaAbI MPaBOM HOXKKKM NyYKa Mnca y amu ctapwe 12 ner;

» — NO3AHWEe NOTEHLMANbI }KeNya04KOB;

» — }KenyaoykoBas Taxukapama ¢ IKM-npmusHakamm 610Kaabl 1eBOM
HOXKW NMy4Ka [nca;

) —YacTble }Kenyao4KoBble sKcTpacuctonbl (6onee 1000/cyT);
» — Ha/IM4YMe B CEMEMHOM aHaMHe3e cny4daeB npexxkaespemenHHomn BCC.

» O Hananuum AQANXK cBuaetenncTeyeT BbiABAeHUE 2 60nbLLINX
Kputepues; 1 60nbwioro n 2 manbix Kputepues nam 4 manbix
Kputepues




KIMHU4YecKaa KapTuHa

» BblaenatoT yetbipe popmbl TeveHnsa AAMNK:

° CKpbITasa popma, npu Kotopomn BCC sBcneactemne P asnaercs
nepBbiM nNposiBaeHnem 3aboneBaHus;

° apuTMMYeckas popma, XapaKTepusyoLanacsa HaAMYNem
YKeNYA04YKOBbIX TAaXMAPUTMUM — KENYA0UYKOBOM 3KCTPACUCTONUN
(M3C), kenypoukoBon Taxnkapamm (KT) — c KoHdUrypaumen
KomnnaeKkca QRS no Tmny 6,10Kkaabl NeBOM HOXKM Ny4Ka [u1ca,
NOATBEPXKAEHHbIX AOKYMEHTA/IbHO;

° popmMa, NPOoABAAIOLLAACA KIMHUKOW CpeaHEeN CTENEHUN TAXKECTH,
TAKOM KaK Npuctynbl cepauebuenni, bonen B obnactm cepgua;

° MMPaBOXKeNyao4yKoBaA cepaeyHan HeaoCTaTOYHOCTb C HAa/IMYMEM UK
QICYTCTBMEM apUTMUMN.




JinarHocTuka

» VMIHBa3uBHble U HEMHBA3UBHbIE MmeTobl

nccnegoBaHumA.

° K HEMHBA3MBHbIM METOAaM OTHOCATCA 3NeKTpoKapamnorpadus,
JKI BbICOKOro papelweHua, XonTepoBCKoe MOHUTOPUPOBaAHUE
JKIr, axoKapamnorpadpuma n MarHUTHO-Pe30HaHCHasa Tomorpadusa
(MPT)

(o)

° K MHBA3UBHbIM — pagmonsoTonHas aHrnorpadua MK, bnoncma
SHAOMMOKAPAA, 3NEKTPOPU3NON0OTMYECKOE NCCeaoBaHMe
(9®MU), KoTopoe npoBoaAUTCA C LieNbio bonee TOYHOTo
AnarHoctuposaHuna AAMXK




JJNIEKTPOKAPANOIPAPNHECKUE
[MPU3HAKI

» INcKMNOoH-BONHA B oTBeaeHun V1-V3 (3a3ybpmHa B
KoHUe QRS-komnneKkca m B Hayane cermeHTa ST)

» YwunpeHne komnnekca QRS > 110 mc B oTBeAeHUAX s
3Kl ¢ V1 no V3 asnaetca 60nbWIMM KPUTEPUEM U
npnobpeTtaeT 0cobyto 3HAUYMMOCTb, eC/IN AUCnepcusn
NPOAO/IKUTENIbHOCTM KoMniekcoB QRS npesbiwaer
50 mc npu Hannuum 610Kagbl NPABON HOXKM NYy4Ka u
[uca

» WHBepcua 3ybuos T B otBeaeHmAx ¢ V1 no V3 npwu
OTCYTCTBMM NONHOM BNOKaAbl MPABOM HOXKMU MyYKa

Mca s o geee et WAt A B S
»  CHUXeHue BonbTaka QRS-KOMNAEKCa, OTPaXKalowWwee [ .

yTpaTy 3N1eKTpoB0o3byamMmoro mmokapaa My g G # ' F .l :
» HapyweHun aenonaumsaumm - pasBuTUE NOJHOW (B io P ! l l AL

(15%) nnn HenonHoi (18%) 610Kaabl NPABOM HOXKKY t

Epsilon wave

CIUN]
nyLl Ka n Ca. DnekTpokapasorpamma nauuenta ¢ AATK. Un-

Bepeus 3youa T B orseacHusix VI-V3. 3ybeu S vainxen
B VI-V3. Dncuaon-gonHa B orseacHun V1 (crpenka)




IXOKAPANOIPAOUHECKUNE
[MPU3HAKW

» YBE/IMYEHNE KOHEYHO-AMACTO/IMYECKOro U KOHEYHO-
cuctonunyeckoro pasmepos (KAP n KCP) MK, a TakxKe
COOTHOLLEHUE PA3MEPOB NPABOro N NEBOT0 Xeayao4KoB.
CooTHoweHune KAP 6onee 0,5 ana MK/NHK nmeer
YYBCTBUTENIbHOCTb 86%, cneundnyHocTb 93% U
NOJIOXKUTENbHYIO ANArTHOCTUYECKYO 3HAYMMOCTb ANA
BbiABneHna AAMNK 86%.

» TMNOKUHe3, 3HaynTenbHaa gnnatauma MK, noKanbHbie
aHeBpU3Mbl 1 06/1aCTU ANCKUHE3A C ANACTOINYECKUM
BbIOyXaHMEM, KOTOpbIe Yalle onpeaenstoTcs B
HUX»XHeba3anbHOM cermeHTe K.




KoMnbloTepHas U MarHUTHO-
pe3oHaHCcHaa ToMmorpadus

»  XapaKTepHbIMUN HAaXoAKaMu Npu
3NEKTPOHHO-Ny4eBon KT aABNAOTCA
M30bITOK 3NMKapaAnaIbHOU XKUPOBOMU
TKaHW, BbIiCTynatoLwme Tpabekynsl,
decToHYaTbIK BUA, CBOOOAHOWN CTEHKMU
[T’ U MHTPaMUOKapananbHble }XUPOoBble
OTNOXKEHMUA.




KoMnbloTepHas U MarHUTHO-
pe3oHaHCcHaa ToMmorpadus

MP-npusHaku AAMNX MOXHO yC/10BHO pa3aennTb Ha ABe rpynnbl:
1) oTpaxatowme mopPoaormyeckme aHoMaanu:

-UHTPAaMMOKAPAMANbHOE OT/IOXKEHUNE KUPA, IOKANbHOE
NCTOHYEHME CTEHKU, rmnepTpoduto MK, HapyleHne opueHTaumm mn
XapaKtepa Tpabekyn (ruraHTckmne Y-obpasHble TpabeKynbl,
nmerwme sma rmyboknx wenem npu BeHTpurynorpadum M),
paclmnpeHune BbiIBOAHOMo TpaKTta XK.

2) PYHKUMOHaNbHbIE NapamMeTpbl:

HAapPYLWEHMNA KOHTPAKTU/IbHOM CNOCOOHOCTU, aHEBPU3MATUYECKME
nameHeHus, amnatayuto MK, ancdyHkyuto MK
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Puc. 3. MP-tomorpammel nipu AJTTXK:

a, 6, 6 — MUKpoaHeBpHU3MbI TepeaHeit creHku 2K, ncrtonuenne n pacummpenue muokapaa K (otmeveHo crTpesikoii);
¢ — pacuupenue seisoaHoro oraena XK (¢asa auacronst); d — pacwmpenue soisoaHoro otaena 'K (dasa cucronst), Tak-
Ke BHIEH YUACTOK Xupa (OTMe'eH CTpenkoit); ¢ — (ubposubie uameHeHusi B Muokape K (vkazaHsl cTpeskaMu)



PEHTTEHOKOHTPACTHAA
BEHTPUKYJIOIPA®UA

» K3010TOM CTAHAAPT>> s pacriosHasaHUK

apPUTMOreHHOM KapAnoMMONaTMKM NPABOro *Keaya04uKa.

» [pun 3TOM XapaKTepHa AMnaTauusa NPaBoOro *Keaya04yKa B
COYEeTaHUMU C CerMeHTapPHbIMU HAPYLIEHMAMM E€ro COKPaLLEHUS,
BbINAYMBAHNEM KOHTYpa B 061aCTN AMCNAQ3UM U YBENNYEHUEM
TpabeKynapHoCTH .

» ITO OTIMYAET aPUTMOreHHY KapAMoOMMONaTUIO NPaBoro
enyaoyka ot NpaBoXenyao04KkoBon AnnatalMoOHHOM
KapguommonaTtnum n <<KYMCToro>> MMUoKapaunTa, Npu KOTOPbIX
TMNOKUHE3UA NMPABOro, a TakXe 21eBOro Xenygo4ykos HOCUT

Anddy3HbIN XapaKTep.
» AHOMaNbHaA coKpaTMmocTb MK npu pagnonsotTonHom

aHrnorpadpum umeet 100% cneunPUUYHOCTb NONOKUTENIbHYIO
ANArHOCTUYECKYHo 3HaYMmocTb ana ALANMK.




PEHTTEHOKOHTPACTHAA
BEHTPUKYJIOIPA®UA

" - : ‘ - ""-
\ - - '
L]
Bentpukynorpamma [12K npu ALK, Busyanu-
3UpYETCsl JUBEPTUKYI000pazHoe BeinstuuBaHue [12K
CW JUIs1 JaHHOTro 3aboJieBaHus



buoncua Mmmokapaa

» buoncuma asnseTca BbICOKOYYBCTBUTE/IbHbIM METOA0M.
BuonTaT 6epeTca no ceoboaHoM cTeHke MK, Ha
yyacTke ANCPYHKLUUN MU UCTOHUYEHUA.

» Kputepuem AMarHOCTUKK ABNAETCA Ha/ZIMYMe y4acCTKa
dnbpo3HOM M XKMUPOBOM TKaHU B buonTtaTte. Mpu AAMK
[0NA XUPOBOU TKaHM cocTaBnsaeT bonee 3%, a
dnbpo3Homn — 40%.

» YyBCTBUTENBHOCTb 3TOW METOAUKU cocTaBnaeT 67%, a
cneynduyHocTb — 92%




dnbpo3HO-

XNPOBOWU

BAPUAHT

ALMXK:

» a,06 -
MaKponpe
napar

» B,I — -
MUKpocgo 2 £

Torpapun Qk 5




JleyeHune
» MeauKameHTO3HOe

> Hanbonee 4acto NCNONb3yeTCs aMNOPAaPOH,
COTanNoN, ANTOKCUH NMPUN TaXMCUCTO/INYECKOM
dopme TpeneTaHma npeacepann. MNpu pa3sntmmn
NPU3HAKOB XPOHNYECKOMN cepaeyYHOM
HeJ0CTaTOYHOCTN BO3MOXXHO Ha3Ha4yeHune

NNYPETUKOB.




JleyeHue

» Xupypruuyeckoe

°PYA

° IMNNaHTauMA KapauoBepTepa-
neomnbpunatopa, IKC;

> TpaHCNaHTaUMA cepaua




CIMMACUBO 3A
BHUMAHWL!




