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STRUCTURE OF THE WALL OF THE VENTRICULAR HEART IN

FONTAIN DISEASE

State Institution "Republican Clinical Medical Center"
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The essence of Fontaine's disease lies in arrhythmogenic right ventricular cardiomyopathy,
which is a relatively rare form of primary cardiomyopathy, which was the reason for presenting the
literature data of the last 25 years and 4 ownobservations.

Key words: Fontaine's disease, arrhythmogenic right ventricular primary cardiomyopathy.

BBeaenune. bomesHp @DoHTEHHA - ApUTMOIEHHAs  [PaBOXKEIyA0YKOBas
kapauomuonatus (AITDKKMIT) ¢ 1995 r. B knaccudukanuu BO3 npencrasiena B rpyrre
nepBuyHbIx Kapauomuonaruit (IIKMII). Jlns »aToro 3abosieBaHusl XapaKTEPHO
MIPOTPECCUBHOE 3aMEIIIEHNE MHOKap/1a MPaBOTro Key1049Ka Grudpo3HO-KUPOBOI TKAHbIO,
a 3aTeM C MECTHBIM U Ty100anbHbIM BoBiieueHueM JIK, MOKII o6pruH0 nHTakTHas [1].

HauGonbiee 3HaueHwe s pa3BUTHS ayTOCOMHO-TOMHHAHTHBIX (OPM HMEIOT
MYTaHTHBIC THUIIbI JIECMOCOMAJbHBIX OCJKOB TAKWX KakK IJIAKOPUIIWH-2; HECMOIIJIAKHH,
IJIAKOTTIOOWH, JIECMOIJIEUH-2 W JE€CMOKOJUH-2. AyTOCOMHO-PELIECCHUBHBIE (HOPMBI
MTPABOXKEIYIOUKOBOM ApPUTMOT€HHOM KapAWOMHUOIIATUM XapPaKTEPU3YIOTCA MyTaluen
wiakornobuna (bonesns Hakcoc) n necmorutakuna (bonesup Carvajal) [2].

[TepBoe onucanue AIDKKMII otHocuTes k 1736 r. B kaure npodeccopa aHaTOMHUH
JxoBanan Mapus Jlanmmsu (Pum). J. Fontaine B 1977 1. mpemioxwn TepMUH

apUTMOTECHHAs KapIMOMHOIIATHS TIPaBOro )keyaouka (0one3np DoHTeiHa). DTHONOTHS
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— uauonaruyeckas, Haciueactsennas; AJl- u AP-tunbl HacnenoBanus. MyTaHTHbIE TE€HBI
BbIsIBIICHBI B 14 (Q 23-24), 12, 17, 18 (g 21) xpomocomax. Bo3pact manuentoB — 10 40
aet; Mk — 4:1. Kinuandeckoe TedeHne — 0eCCUMITOMHOE Havalo, aTalbHbIe apUTMUU
Y BHEe3amHas cMepTh. Beayuryto poas B BosHuKHOBeHHH AIIDKKMII urparot MmyTaHTHbIE
TUIBl  JIECMOCOMAJIBHBIX O€lKkoB  (IUIakOopUIMH-2, J1€CMOIUIAKMH, IUIAKOIJIOOUH,
necMmornenn-2, necmokonuH-2). Knaccuduxammss AIDKKMII — B Hacrosiiiee Bpemst
BBIIEIISIOT clieayomue GopMmel: u3oaupoBannas auciiaasus K — nunataums [DK ¢
BBIIISTYMBAHUEM B OOJIACTU «TpPEyroJibHUKa AMCIIIazun»; 0oJie3Hb Hakcoc — Goneror
XKuTenn rpedeckoro octpoBa Hakcoc, AP-¢popma ¢ YacThiMH 3JI0KaU€CTBEHHBIMU
apUTMUSIMH, Yy OOJBHBIX JIAJOHHO-TIOJAOUIBEHHBIH KepaTo3 IO THUILy MeM(puUronsa,
mepcTucTeie Bojockl; aucmiaasus K 0e3 apurmMum — npu Hamuyuyd TUIUYHOU
TUCTOJIOTUYECKOW KapTHHBI APUTMHUSA HE OTMEUYEHA; CUMUTAETCA, YTO BO3HHUKHOBEHUE
aApUTMUH CBA3aHO C ANIEKTPOPUZNOIOTUYECKUMHU U3MEHEHUSIMU B apUTMOTCHHBIX 30HAX;
AIIKKMII ¢ mporpeccupymiomeil cepae4yHoil HeIOCTATOYHOCTBIO — B OOJblIEH
creneHu BosiieueH JDK; BeHenmmanckasi kapamomuonaTtusi — yacto BosiieueH JDK,
ceMeliHas neHeTpaHTHOCTh B 50%; 00J1e3Hb Ilokkypa — y mOJPOCTKOB FOr0-BOCTOYHOM
A3um, SlnoHMM BHe3amHas CMEPTh BO BpPEMs CHa WJIM OTIbIXa; HM30JMPOBAHHAsI
Taxukapaus, ucxoasamas u3 [DK; nodpokadecTBeHHbIE IKCTPACUCTOJIBI, UCXOIAINE
13 00JaCTU BOPOHKHU, COUETAIOTCS] PUOPO3HBIE NUCIUIA3UU ¢ MUOKAPAUTOM; AHOMAJIUSA
Yasa — «nepramentHoe cepaiey; AIIJIKMIIL, HanoMuHaomas aHoMaJuio Y Jisi, OlTMCaH
ruranTckuil [DK; OMBeHTpUKYJIAPHAS JUCIIA3HUA € TOPAKEHUEM 000HUX KeJTyT0YKOB;
AUCIJIA3MSA, OCJH0KHeHHAass MuokapauroM; WM3paniabckasi JecMOIUIAKUHOBAS
pelecCUBHAA QUCILIA3UsA — OOJICIOT PEICTABUTENIM HEeBPEUCKOM mommy s M3panis
C IIEPCTUCTBIMU BOJIOCAMH U KEPATOMAMH.

[enpto pa®OTBl TOCIYXHIJIO OIpeAesieHne MOpP(OJOTUYECKUX KPUTEPUEB
muddepennmanpaon nrarnoctuku AIDKKMIT Ha ocHOBe cOOCTBEHHOTO HAOIIOACHUS H

JUTCPATYPHBIX JaHHBIX B CBA3H C PCAKOCTBIO I[aHHOﬁ IIaTOJIOTHH.
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Metoabl ucciaenoBanus. MarepuanoM NOCHYyKuiu: 1 ciaydaid cMepTH BHE
jgedeOHOro yupexaeHus, | — cMepTb MOJIOAOW >KEHIIMHBI B CTalMoOHape, 2
DKCIUIAHTUPOBAHHBIX CEpPJALIA IOCJIE MpOBEICHMs nepecanku. [latormcromornueckue
MpenapaThl OKPAIMBAIMCh T€MAaTOKCUJIIMHOM W 303UHOM, BaH | M30H; MPOBEJAEH aHAIN3
onyOnukoBaHHbIX ciiydaeB AIDKKMII 3a mocineanue 25 €T B CBSA3M ¢ OTHOCUTEIIbHOU
PEIKOCTHIO JAHHOW MaTOJIOTHH.

Pe3yabTathl n ux oocy:xnenue. Coocrsennble HaOmoaenus: 1. XK., 22 r., ymepina
B OAP TepaneBTUYECKOTO OTNENCHUS KJIMHUKU T'. MUHCKa OT HapyILIEHU CEPIEYHOIO
puTMa uepes 2,5 yaca nocie nocryrienus. [Ipu ayroncuu oonapyxkena AIDKKMII, a B
kauectBe HIIC TOJIA ¢ npuzHakamMu MHPUIIUPOBAHKS U Pa3BUTUEM TPOMOApTEpUHUTA.
[Ipn uccnegoBaHuM cepAua: runep- U arpopus MHOTUX K/MHUOIMTOB, OYAroBBIM U
CETYATBI MEXYTOUHBINA CKIIEPO3, OTE€K, KOHTPAKTyphl 1 — 3 CT., U3BUTOCTH BOJIOKOH,
dbparmenTanys. OuaroBbie KPOBOU3IUSHUS MOJT AUKAP/I C MPOHUKHOBEHHUEM B MUOKAPI.
JlumomaTo3 B COYETAaHMM CO CKJIEpPO30M M arpodueil MHOKapaa ¢ IIIyOOKUM
nponukHoBeHueM A0 s3HAokapaa IDK. IlepuBackynsapuo B crenke JIK ogmHOUHBINM
MOHOHYKJICapHbIN MHOWIBTPAT B PACHIUPEHHON MPOCIONKE COEAUHUTEILHON TKaHU.

2. M., 21 r., urpan B ¢pyt0O0J, ynaiu, goctasieH B [[Pb B cocTosiHun KiMHUYECKOM
CMEpPTH, peaHnManus OesycremniHa. Pe3ynbrarel aytoncuu: ankoroib B KpoBu < 0,2%o;
poct — 186 cm; cepaue maccou 598,0; kamepsl nunaTupoBansbl, ToamuHa ctenku [DK 1,2
cMm; B crenke [DK > 80% wmuokapaa 3amernieHo ¢uOpo3HO-KUPoBOW TKaHbio, B JDK
MEJIKME OYaKKU CKJIEp03a; B MEJAUU aOpThl BBISBICHBI JETCHEPATUBHBIE U3MEHEHUS C
pPacCIIOCHUSIMM W TEMOpparusiMu; TEeMOPPArHYE€CKUM OTEK JIETKUX, «IIOKOBBIE»
W3MEHEHUsI B II€UYEHH, OTEK TOJOBHOTO MO3Ta, BEHO3HOE IIOJHOKPOBUE OPraHOB —
MPU3HAKH OCTPOM CEPAEYHO-COCYAUCTOM HEAOCTATOYHOCTH, YTO M MOCIYXKUJIO
HEMOCPEACTBEHHOM ITPUYNHON CMEPTH.

3. K., 32 net, B 2020 r. TpaHCIUIaHTALUS CEPALIA. KPATKUE KIMHUYECKHUE TaHHbBIE:

nunataunonHas KMII, menocrarounocts MK ¢ perypruranueid 3 CT., HEIOCTaTOYHOCTb
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TpK ¢ peryprurauueit 3-4 ct. H2b, nerounas runeptensus, acuut, npuctynsl OJDKH,
JIBYCTOPOHHSISI THEBMOHUS B CTAAUU Pa3pEUICHUS.

OkcrmutantupoBanHoe cepaue: Macca 379 r, TPK 12.5 cm, KJIA 7.5 ecm, MK 10.0
cMm, JIOK 1.2 ecm, MXKII 0.8 cm, ITXK 0.3 cm, AoK 6.5 cm, macca ITXK 139 1, macca JIXK 73r.
B nonoctu JUK no HmkHEW cTeHke - MexTpabekysspHble TpoMmObl. [lonoctu obomx
Kemya04uKoB pacuiupenbl. Muokapa [1DK: mpoHukHOBEHHE KUPOBOM TKaHU Ha TIIyOUHY
no 1/2  ToONMMHBI KOMIAKTHOTO MHOKap[a, KapJUOMHUOLMTHl HE3HAYUTEIHbHO
TUNEpTPOPUPOBAHDI, YACTh U3 HUX C KOHTPAKTYPHBIMU HM3MeHeHHsMU. Muokapa JOK u
MIXKII: kaTexoJaMUHOBBIE TOBPEKIEHUS, OTAEIbHbIE KAPJUOMHUOLUTHI - C IJIbIOYATHIM
nuToan30oM. OOHapyKEeHbl OpraHU3YIOIINUEC MEXKXTPAaOEKyJIsIpHbIE TPOMOBI, peaKTUBHAS
KPYTJIOKJIETOYHAs: MH(UIBTPAIHS MOJJIEKAIIEr0 CKIEPO3UPOBAHHOIO IHAOKapaa. Aopra
- OYaroBbI€ CKJIEPOTHUYECKUE U3MEHEHUS 1/3 BHYTpeHHEN YacTu MeIuu. DTH U3MEHEHUS
HOCST TOJMAITHOJIOTHYECKUI XapakTep U COOTBETCTBYIOT TakoBbIM mnpu AIDKKMII B
couetanuu c JerounbiM cepaueM (KWU=1,9, munaraums nosocterr IDDK u JDK ¢
PEaKTUBHBIM MEKXTPAOEKYJISIPHBIM TPOMOO30M B CTAJMH OPraHU3alINN).

4. XK., 62 ner, B 2021 r. TpancmuianTauus cepaua; Kpatkue KIMHUYECKUE TaHHBIE:
HenoctaTouHocTh MK ¢ peryprurtanueit 3 cr., TpK ¢ perypruranueit 4 ct., KO, SUT AB
omokana 1 crenenu, 61okana nepenuein BetBu JIHIIT. Hecnienuduueckue HapymieHus
BHYTPHKEITYJ0YKOBON IPOBOJUMOCTH.

DkcmtantTupoBanHoe cepaie: Mmacca 292 r, 10,5x11,0 cMm.; nepumetrp TpK 12,0 cm,
KJIA 6,9 cm, MK 8,7 cm, AoK 6,6 cm. Bepxusist tpets MXKIT u nepennsis crenka DK
MPECTABICHBI aHEBpU3MOU AuaMmeTpom 4,5 cM. CTeHka MPOCBEYMBAET B MPOXOASAIIEM
CBETE U MpeJICTaBIICHA )KUPOBOU TkaHbIO, TonmuHa [DK BHe aneBpusmsl 0,2 cm, JIXK 0,9
cM, MXKII 1,0 cm.

Muoxkapa IDK: nuddy3Hbiii MHTEpCTULMATBHBIN KapaAUOCKIepo3, nuddys3Has u

ouaroBasi JuUM@ouuTapHas WHOUIBTpAIMS, KapJAUOMHUOIUTEI C TEPUHYKICAPHBIM
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TUTo(QyCIIMHO30M, KpaeBOe CTOSIHHE JIEHKOUTOB B cocynax MIIP; B 30He uctoHYeHUs

Puc. 1. Muokapa mpaBoro *eiyao4yka Ipyu apuTMOTEHHOM MpaBoxkeryaoukoBoi KMII
(OKpacka T€MaTOKCWJIMHOM U 2303WHOM, 00. 10X.). A. BbIpakeHHBIH JIMIIOMATO3
MHOKapaa. b. 3aMecTUTENbHBIN U HUHTEPCTULHAIBHBIA KapAUOCKIEPO3.

3akir0ueHue: apuTMOreHHas npasoxkenyaoudkoBas KMII ¢ nmpenmyinecTBeHHON
JUIISITAIlIMEN PABOTo KEJIyA0YKa U aHEBPU3MOU €ro nepeaHeil CTeHKH, TuM(OUUTapHbINA
MHUOKAPAUT C MOPAXKEHUEM 000HX JKEITyJ0YKOB, OTHOCUTEIbHAS HEIOCTATOYHOCTh 000UX
ATPUOBEHTPUKYJISIPHBIX KJIAITAHOB.

B nureparype Bbimenensl: mzomupoBaHHas gucruiazus [DK — «uuctas» dopma
AIDKKMII (aunaranust IDK ¢ aHeBpu3moil B 001aCTH «TPEYroJIbHUKA JUCIUIA3HI -
3aMENIEHNe MHOKapAa MEXKJIy TOYKaMH MPOEKIMM TPUKYCHUAAIBHOTO KJIAllaHa,
BEpPXYIIIKHA U BOPOHKH); Oosie3Hb Hakcoc (4acTo 3710kauecTBEHHbIE apUTMUH, Y OOJIBHBIX
JaJIOHHO-TIOJIOIIBEHHBIM TUIIEPKEPATO3 MO THUIY NMEeM(PUIOUa, HIEPCTUCTHIE BOJIOCHI);
nucrazust [DK 0e3 aputmum — TUNUYHAS TUCTOJIOTUYECKAs KapTUHA, CMEPTh CBs3aHA C
AMEKTPOPU3NOIOTHUECCKUMU W3MEHEHUSIMU B APUTMOTECHHBIX 30HaX;
IIPABOXKETYIOYKOBask ApUTMOT€HHAs! KapAUOMHUONATHS C IPOTPECCUPYIOLIEN CEPACUHON
HEJOCTAaTOYHOCThI0O — 0oJiee BBIPaKEHbI M3MEHEHUS, YKa3bIBalOIIMEe Ha BOBJICUCHUE
neBoro kemyaouka; BeHenwaHckas KMII (wame BoBnekaercs JDK, cemelinas
neHeTpanTHocTh - 50%); Oonesnp Ilokkypa (y moapoctkoB FOro-Boctounoit A3zwum,

SAnoHun BHe3amHass CMEPTh BO BpEMsS CHA/OTHAbBIXA), W30JUPOBAHHAS TaXUKapIUs,
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ucxoxsmas u3 IDK; no6pokauecTBeHHBIE SKCTPACUCTOIBI (MPEATOI0KUTEIBHO UCXOAST
u3 00JacT BOPOHKH, coyeTaroTcs ¢ (UOPO3HBIMH AMCIUIA3USIMU U MHOKapJIUTOM);
aHoMmanus YJs — OTCYTCTBME MUOKApJa IPABOTO XKEITYI0UYKa, «IEPraMEHTHOE CEPILIEY;
npaBoxenynoukoBass apurmoreHHas KMII, HanmomuHaromass anHoMannio Yiis, ONMCaH
TUTAaHTCKUI TIPaBbIM JKeNMyJ04YeK; OMBEHTPUKYJISIpHAs TUCIUIa3Us — IMOpakaroTcs ola
KENy0UKa, 3aMelieHne (uOpPO3HO-)KUPOBOM TKAHBIO MPOrPECCHUPYET OT AMHUKaplaa K
DHAOKAPAY MW JIOCTUTaeT CPEIMHHBIX HWHTPaAMypaIbHBIX CTPYKTYp; AUCIUIa3us,
OCJIO)KHEHHas MHOKApJUTOM — OeccuMnToMHble ciaydau, Ha OKI' wu3MeHeHus
xapakrepuble 11 AIDKKMIT; U3pannbsckas necMOmIaknHOBask pelieCCUBHAs TUCIUIA3HS
BO3HMKAET y HEEBPEUCKOW nomyisiuuu M3pawis, y JIMI C «IIEPCTUCTBIMU» BOJIOCAMHU,
kepaToMaMu U auciniasueit [DK [1 - 3].

BoiBOABI

1. ['maBubiii  kputepuit auddepenumanbaot auarHoctuku AIDKKMIT —
nporpeccuBHoe 3amenieHue muokapnaa DK ¢uOpo3HO-)KHpOBOM TKaHBIO € pPEIKUM
BoBieueHueM JIDK; MOKII oObryHO MHTAKTHAS.

2. Hannas ¢opma AIDKKMII MoxeT codyeTaTbCcsi ¢ CUCTEMHOW AUCIUIa3uei
COECINMHUTEIbHON TKaHH.

3. [TarueHTsl CKJIOHHBI K BO3HMKHOBEHMIO MH(EKIMOHHBIX OCJIO)KHEHUH, B
YaCTHOCTH MHOKApIUTOB.

4, OCTpBIN/XpOHUYECKUI MHUOKApAUT, OCOOCHHO, €CIM OH TMPUBOJIUT K
BOBJICUEHUIO JIEBBIX OTJEJOB CEPALA, SBISETCS MPOTHOCTUYECKH HEOJIaronpUsTHBIM
MPU3HAKOM.
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