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I_Ipep.CTaBneH 0630p nuTepartypbl
no apuTMOreHHOW aucniasvuu npa-
BOro Xenyaodyka — ceMenHoMy 3a-
OoneBaHuio Cc BapuabenbHOCTbIO
KJINHNYECKUX TMPOSBJIEHUA BMJOTb
OO0 BHe3anHoW ceppevyHow cmep-
™1. Ha cerogHAWHNA AeHb CKPUHWUHI
BCEeX MU3BECTHbIX F€HOB Mo3BONsieT
BbISBUTb MyTauuum nuwb y 60-65%
OOJIbHBIX apPUTMOreHHOW pgucnna-
3uei npasoro xenyaouka. U3yyeHa
oTeyecTBeHHass n 3apybexHasa nu-
TepaTtypa no gaHHou teme. Onuca-
Hbl 0COGEHHOCTM NaToreHesa u KJun-
HUYECKOM KapTUHbl 3TOW KaTeropuu
GOoNbHbIX, paccMaTpUBaeTCs reHOo-
Tun-cneunduyYeckni noaxon K nay-
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YyeHulo 3abosieBaHuns.

KaioueBsie cioBa: APUTMOTEHHAA JAUCILIA-
3Ud 1IPaBOro JKeJy/l04Ka, BHE3allHasA cepAed-
Hasl CMEPTDh, JKeJYAOUYKOBAA TaXUKAPAUA.

ARRHYTHMOGENIC DYSPLASIA
OF THE RIGHT VENTRICLE:

A MODERN GENOTYPE-SPECIFIC
APPROACH TO THE STUDY

OF THE DISEASE.

LITERATURE REVIEW

Evdokimov V., Arkadyeva G., Fomina K.,
Zolotukhin N., Bulkina D.

The paper presents a literature review on
the arrhythmogenic dysplasia of the right
ventricle — a family disease with variable
clinical manifestations up to the sudden car-
diac death. For the time being screening of
all the known genes allows to detect muta-
tions only in 60—65% patients with arrhyth-
mogenic dysplasia of the right ventricle. Do-
mestic and foreign literature on this issue
has been studied. Specific features of patho-
genesis and clinical presentation of this cat-
egory of patients are described, genotype-
specific approach to the study of the disease
is considered.
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BeepneHue

Kapouomuonamuu (KMII) ompenensioT-
Cs1 KaK TeTeporeHHas rpyria 3a6oieBaHuil
MHOKap/ia, aCCOIMMPOBAHHBIX C MeXaHuye-
CKO¥ M/WJTN 3JIeKTPUYECKOil auchyHKIMe,
OOBIYHO COMPOBOKIAIOUIMXCS TUIEPTPOGdU-
eil MUOKap/a Wan Juiataiueii kaMmep cepi-
113, BeLyIIUX K PAa3BUTHIO HAPYIIEHUI PUTMA
cepara (apuTMUI) 1/NUJI XPOHUYECKOT cep-
neunoit Hepocrarounoct (XCH) [1].

B nanHoii craTtbe HogpoOHO paccMaTpu-
BAETCS APUMMOZennas Kapouomuonamus /
ducnaasus npasozo ieayodouxa (AIIIK),
KOTOpasi 0CTaeTCst aKTyaJbHOU mpo6ieMoit
COBPEMEHHOI MeUIuHBI. 3a60J€BaHUE MO-
JKeT IPUBOJUTH K BOSHUKHOBEHUIO YPreHT-
HBIX JKeJTyI0YKOBBIX HapyIIeHui put™ma (ke-
JIyIOYKOBOU TaxuKapAuu u Gbubpuiisiiuu
JKEJYZI0YKOB), B CBSI3U C YEM SBJISETCS OJL-
HOU 13 BaXXHBIX IPUYUH BHE3ATHOU cepjied-
ot cmeptu (BCC), 0cobeHHO B MOJOAOM
Bo3pacre [2].

Lienb uccneposaHus

IIpoananusupoBaTh HaydHble HCCTE-
JOoBaHUs 3apy0eKHbIX U OTeYEeCTBEHHBIX
aBTOPOB 00 9THOJOTMUM M MeXaHU3MaX
pasButusg AJ[ITXK.

MaTtepuanbl u metoabl

B 0630pe npuBe/eHb! JaHHbIE 13 JUTepa-
TYPHBIX KUCTOYHUKOB O COBPEMEHHBIX IPEJI-
craBiaenusax o AJIIIJK, ocHoBanHble Ha 4JI1-
TEJIbHBIX HaOII0LeHUAX.

Pe3ynbraTbl M 06CyXAaeHue

AJIIIK — renetnvecku 1eTepMUHUPO-
BaHHOe 3a00JieBaHUe CepIla, XapaKTepu-
sywouieecss GuOPO3HBIM /MU KUPOBHIM
3aMelleHueM KapAMOMHUOIIUTOB MPAaBOTO
xenynouka (IIK), B cBsizu ¢ yem mpowuc-
XO/IUT HapyllleHue MPOBeJeHNs 3JIeKTpuye-
CKUX UMIIYJIBCOB C BEPOSTHBIM Pa3BUTHEM
JKu3Heyrpoxamomux aputmuil. ITo mepe npo-
rpeccupoBanusi GuOPO3HO-KUPOBOI TpaHC-
dopmanuu MUOKapaa BO3-
MOXKHO pa3BUTHE CEPEeYHON
HexocTtaTouHOCTH [1].

Tepmun AJIIXK 6bia
npemoxen B 1977 r. usBect-
HBIM (DPaAHIY3CKUM Kapuo-
JIOTOM U 3JjieKTpodusmnoio-
rom [L.1IO. Montenom [3]. B o
’Ke BpeMsl OIIMCAHME COCTOS-
unit, cxoxkux ¢ A/[IK (Bue-

v IOr ®oHTeH
(1936-2018)
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3alHasl CMEPTh, CEMENHBINT aHaMHe3, [TuJa-
tarus 1)K mpu mHTaKTHBIX JIeBBIX OTHAENTax
CepiIIa), BCTpeyaeTcs B TPyJaX UTATbsSTHCKUX
yuenbix ¢ XVII B., a Takske B paboTax Apyrux
U3BECTHBIX Bpauell — Takux, kak R. Laennec
u W. Osler (XIX-XX BB.) [1].

W3BecTHO, YTO PACIPOCTPAHEHHOCTH
AJITIK B Utanmuu (ocobeHHO B pernone Be-
HETO) TIPEBbBIIIAET TAKOBYIO B 00IIel momy-
JISIIIUY, YTO, BEPOSITHO, CBSI3aHO C MyTaIuei
de novo B OJTHOU U3 ceMeii, paclpocTpaHeH-
HOCTBIO GJU3KOPOJACTBEHHBIX OPaKOB 1 60JIb-
MM KOJIMYECTBOM JIETEN B CEMbBSIX, UYTO CIIO-
co6CTBOBAJIO 3aKPEILIEHUIO MYTAHTHOTO IeHa
B oty s [1].

Jlums B 1995 1. AZITIK 6b11a opuruaib-
o Bkmiouena BO3 B rpynny KMII napas-
He C AUJIATAIMOHHOU, THIepTPOoGUIecKOn
U pecTpUKTUBHOM [1].

Pacmpoctpanennocts A/[IIK cocrasis-
et okoJsio 1 cayuas Ha 2500-5000 ven. u B
3 pasa yalie BCTpeyaeTcsl y MYXKUHH, 4eM Y
xenuuH. B 80% cayuae ge6or 3a6oseBa-
HUs IPUXOUTCS HA Bo3pacT 1o 35 set. [Ipu
MaHudecranuu 6osnesHu 6oiee 85% 60b-
HBIX orubatoT B Teuenue 8 et [1].

AJITTXK sBasiercs npuamaoit BCC y 15—
20% nui o 20—35 set, a takxke y 20-35%
MOJIO/IBIX CIIOPTCMEHOB, YMEPIIUX OT Cep-
JIeYHO-COCYIUCTBIX IpUYUH [2].

Tak, no ceepenusm G. Thiene (1988), us
60 BHe3amHO yMepumIuX HanueHToB y 20% B
BO3pacre 10 35 JIeT P ayTOICUU ObLIM Bbi-
asaens! npusHaku ALIIK [4].

B ocnose pasButus A/IIK nexur
CTPYKTYPHO-DYHKIIMOHAIbHAS TIEPeCTPOii-
Ka, peMojieinpoBanue Muokapaa. I[lo man-
upiM P. lomb6apou (2010), AIIIK — sTo 3a-
6oJIeBaHMe CEPIAEYHBIX CTBOJOBBIX KJIETOK C
TeHeTUYeCKO mpepacioiokeHHocTbio. Ha
OTIpejieJIEHHOM 9Talle JKM3HU KaK B MOJIOJIOM
BO3pacTe, TAK U B 3PEJIOM, IIPOUCXOJUT aK-
TUBAIUs TeHOB-MapKepOoB 3a00JIeBaHUsI, YTO
3aIIyCKaeT MPOIeCcC aloITo3a, KOTOPHIi pH-
BOJHT K 3aMECTUTEJNbHBIM TIPOIECCaM — MH-
unpTpanum JKUPOBOI TKaHbIO U (B UTOTE)
K CKJIepo3upoBanmio 300 Muokapaa 11K [5].

Muokap/ npeicraBisieT co00i CpeHIon
000JI0YKY cepiilia, CePAeYHYI0 MBIIIILY, dJIe-
MEHTaMU KOTOPOU SIBJSIIOTCS KapAMOMHUO-
uTHl. VIX COBOKYITHOCTH MOXKHO paccMma-
TPUBATh KaK NapeHXuMy Muokapzaa. Ctpoma
[IpeJICTaBJIeHa TPOCTONKAMHU PHIXJION BOJIOK-
HUCTON HEeO(OPMIIEHHO! COeIMHUTETbHOM
TKaHM, KOTOPasi B HOPMe BBhIpaskeHa cjabo.
KapamoMuomnuTer 1esTcs Ha TPU BUAA: pa-
6ouue (munuunole, COKpamumenviolie), npo-
so0swue (amunuunovie) U CeKpemopHble.
OCHOBHYIO MacCy MHOKap/ia COCTaBJSIOT
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paboune KapAMOMHUOLUTHI, OHU UMEIOT IIPsi-
MOYTOJIbHYI0 GOPMY U COEUHSIOTCS APYT C
JIPYTOM C ITOMOIIBIO CITeNUAJbHBIX KOHTAK-
TOB — BCTABOYHBIX IUCKOB (MeCTa KOHTAKTOB
MUTOJIEMM COCEIHUX KapAUOMUOIIUTOB) [5].

B o6s1acTit BCTAaBOYHBIX JUCKOB MEXKIY
KapIuOMUOIUTAMU HAOJIONAIOTCS KOHTAK-
THI Tpex BuzoB [1]:

- UHTEPAUTUTAIUU — MEKKJIETOIHBIE CO-
efHeHUsT, 00Pa30BAHHbIE BBIMSTYNBAHUSIMI
MUTOIJIA3Mbl OJJHUX KJIETOK, BJIAIOIUXCS B
IUTOTLIA3MY JIPYTHUX KJIETOK; 32 CYET UHTEP-
MUTUTALMN YBEJTMYNUBAETCS TPOYHOCTD CO-
eIMHEH NS KIeTOK U MJIOMAAb UX KOHTAKTA;

- HEKCYChl — 9TO cocob CoeJuHeHMs
KJIETOK C MOMOIbI0 OEJTKOBBIX KaHAJOB
(KOHHEKCOHOB), 4epe3 KOTOPbIE OCYIIECT-
BJIsIETCsT 0OMEH BEIIECTB MesK/y KJIETKAMU;

- JIECMOCOMBI — OJIHU U3 CAMBIX PAaCIIPO-
CTPAaHEHHBIX M CJOKHOOPTAaHM30BAHHBIX
MEKKJIETOUHBIX KOHTAKTOB, KOTOPbie 0bec-
MeYNBAIOT CTPYKTYPHYIO IIEJTOCTHOCTD U He-
MIPEPBIBHOCTH MEXK/Y KJIETKAMU 32 CYET CBSI-
3bIBAHUSI BOEJIITHO UX CETEN TIPOMEKYTOTHbBIX
(pusaMeHTOB, a TakKe MPUHUMAIOT YUacTHe
B Ilepejiaue CUTHAJIO0B; HanboJiee 3HAUUMBIMU
SIBJISTIOTCS] BHYTPUKJIETOUHBIN CBSI3BIBAIOIIUIT
6eJIoK (IeCMOTLJIAKKMH ) U TPaHCMeMOPaHHbIil
6enok (mecmorien) [6].

MyTanuu B reHax, OTBETCTBEHHBIX 3a
MEJXKKJIETOUHbIE KOHTAKTHI KaPAUOMUOIIH-
ToB, onpenensgior pa3sutue A[IIK. A/IIK
SIBJISIETCS] TEHETUYECKY IeTePOTEeHHBIM 3200~
JIeBaHUEM C ayTOCOMHO-ZIOMUHAHTHBIM TH-
oM HacJieoBanus. Ha ceroqnsi CKpuHUHT
BCeX M3BECTHBIX F€HOB MO3BOJISIET BHISIBUTH
MyTanuu auib y 60—65% 60IbHBIX.

B ocnose passurus AJ[IIJK nexar rene-
THYecKue HapylieHus B xpomocome 14q23-
24 1 10p12-p14 [7]. OxHako cylecTBeHHBIH
nporeHT nanuentos (40%) He uMeeT cemeii-
Horo anamue3sa uin ¢pakros BCC y 6amxkaii-
MIUX POJICTBEHHUKOB [5, 7].

B nacrosiniee BpeMst 06HAPYKEHBI TPU
TPYIINBI T€HOB, CBSI3AHHBIX C PA3BUTUEM
ALK,

1. PasBurue KaHaJIONATUH CBA3aHO C
IPYIIOi T€HOB, KOAUPYIOIUX PUAHOOUHO-
evie peyenmopovl (RyR2), xoTopble mpen-
CTaBJISAOT cO00il KATUOHHBIE KAHAJbI C BbI-
COKO# TIPOBOMUMOCTHIO, BBICBOOOIKIAIONIIE
Ca2+ 13 BHYTPUKJIETOYHBIX XPAHUJIHII — Ta-
KHUX, KaK 9H/I0/CapKONJIa3MaTUIeCKuil pe-
THUKYJyM. MyTaluu B JaHHBIX TeHAX IIPU-
BOJSIT K U30BITOYHOMY HAKOIUJIEHHIO MOHOB
KaJIBIHS C MOCJAEAYIOMNM MTOBPEXKICHUEM T
rubesibio KJIETOK.

2. I'ensl, konupyionme ¢gaxmop pocma, —
TGF-beta 3 (transforming growth factor beta 3),

52

KOTOPBI# IPUHMMAET ydyacTue B sMOpuore-
He3e, KOHTPOJIUPYET PA3JUUYHbIE TPOIIECCHI
B KJIETKE: POCT, mpoandeparuio, auddepen-
IUPOBKY, TOABUKHOCTD KJIETOK U AlOITO3.
Myranuu B JaHHOM reHe HapyIIaioT ero pe-
TYJSTOPHYIO (DYHKIIMIO M BBI3BIBAIOT TIPOJIK-
epanuio coeTUHUTENbHON TKAHW 32 CUET
YCHJIEHHOH 9KCIIPECCUH 9KCTPAIleILTI0JSPHO-
TO MaTPHUKCA U TOJABJIEHUS MATPUIHBIX Me-
TAJIOTIPOTENHA3 (T.e. IPOUCXOIUT pa3pacra-
HUE COeJMHUTEIHHON TKAHY C YMEHBIIIEHUEM
ee JIeTPa/lallin ), 4YTO IPUBOJUT K PEMO/IeH-
poBaHuio Muokapzaa [8].

3. Tennl, kopupyooue OGEIKU MEK-
KJIETOYHOTO COeAMHEHUsT (NAAK02Z100un —
JUP, decmonnaxun — DSP, naaxopunrumn-2
[PKP-2], 0decmoeneun-2 [DSG-2 ] u decmoxon-
aun-2 [DSC-2]). Ha dbone myranuii B 1aH-
HBIX TeHAaX MPOUCXOJUT HAPYIIEHNE MeX-
KJIETOYHBIX KOHTAKTOB KapANOMHOIUTOB, O
KOTOPBIX ObLIIO cKa3aHo Beiwie [6, 9, 10].

B uccrenosanusx E.E. Norgett (2006) u
P. Syrris (2006) GbLIO BBIABJIEHO, UTO CPeaU
U3BECTHBIX T€HOB HanboJiee pacupocTpaHéH-
weiMu ipranHamu A/[IIJK asasores myTa-
uuu B PKP2, na xotopble npuxoautcs mpu-
MepHO 20% cayuaes [11, 12]. Myranuu B
DSG u DSP cocrassitor mpumepto 10—15%
caydaeB. Hanmuvyue myTanuii B IByX reHax
Berpeuaercs B 20% cayuaes (uame — PKP2
n DSG2) u accoumupyercs ¢ GUBEHTPUKY-
JIIPHBIM HOpaxkeHUeM cepima. B 2% ciayya-
eB Obliia BbISIBJIEHA BPOXKIEHHAsI aHEBPU3-
Mma ITK [11]. ¥ 60abpHBIX ¢ MyTaI[iell B TeHe
DSP uyame ormeuaiorcs nposisiennss XCH
(o 40%), 4TO He XapaKTePHO JJIsI MyTallUK
B rere PKP2 [13].

ITo nanubim M.B. Iopdeesoii (2014), nipu
reHeTndyeckoM aHanuze 33 cayuaeB BCC
MOJIOZBIX Jofelt (cpemaHuit Bo3pact — 31£8
JIET) € MaTOJIOT0AHATOMUYECKUM TMATHO30M
AJITIK 66110 yCTaHOBJIEHO, YTO HA J0JII0 MY-
tanuit B RyR2 npumniocs 10 28% ciayuaes.
Haunbosee yacToiMu MyTAIMsIMU OKA3AJIUCH
reHHble aHOMaJIuK1 OeJIKOB iecMocoM oT 41
1o 68%. Takske GbLIO yCTAHOBJIEHO, YTO MY-
taiuu B reie TGFB3 BeTpevanucs ne 6omee
yeM B 4% cayuaeB [14]. [To muenuio P. Jlom-
Gapnm, myTtannu B Tene RYR2 Bri3siBatoT 1mo-
JUMOPOHYIO KeJTYTOUKOBYIO TAXUKAPIUIO,
BBI3BAHHYIO cTpeccoM [I].

B paborax A.I. Ilecmaxa (2014—-2016)
6bn ontncanbl 40 GOJBHBIX C AMATHO30M
AJITIJK (mocTaB/IeHHBIM C Pa3JIMYHOM CTe-
[IEHBIO BEPOSITHOCTHU ), KOTOPbIe 00PAaTUIIUCh
32 MeUKO-TeHeTHYEeCKUM KOHCYJIBTHPOBa-
muem u JJHK-guarnoctuxoii. BoisgBieno,
uto B 25-40% caygyaes AJIIIK o6ycioB-
JileHa MYyTallusiMU B TeHe IMaako(puInHa
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(PKP2), B 12-40% ciy4yaeB — MyTallsIMU B
rede pecmoryenta (DSG2). BoapmuucTBo
BBISIBJIEHHBIX B I'€HAX /[eCMOCOM ITaTOTEH-
HBIX MyTalluil — HHBepcuu (II0OBOPOT yyacT-
ka xpomocombl Ha 180°), nemenuu (mmoreps
CerMeHTa XPOMOCOMBI), HOHCEHC-MYTalllu
(TouevHass MyTaIUs B TOCIE0BATEIbHOCTH
[HK). Muccenc-myramuun (T.e. 3aMeHa 0OJI-
HO¥ AMUHOKUCJIOTHI HA APYTYIO B TOJTUIET-
TUIHOU 11enu) cocTaBistioT 20% Bcex MyTa-
nuii B reie PKP2 u 10 60% — B rene DSG2.
Myraiuu B 1Byx reiax PKP2 u DSG2 6pbuin
BbIsIBJIEHBI Y 22,9% GosbHBIX. [laHHOE nccie-
JIOBaHUE TOATBEPAUIIO, YTO KOMOUHALIUS MY~
TaIUil B IByX FeHaX COMPOBOK/ANACh OUBEH-
TPUKYJISIPHBIM TIOPaKeHUEM cepia u bosiee
He6IaronpusITHBIM TIporuosom [15].

Cxoxue NaHHBIE IOJY4YeHBl B 3apy-
6exHbIX uccaenoBanusax A.M. Saguner un
C. Ruperto, B KOTOPBIX NMOKa3aHO, YTO Ha-
Judre MyTaluil B [BYX reHax BCTPedYaeT-
cst B 20% cayuaes, yaie PKP2 u DSG2, n
accouuupyercs: ¢ GUBEHTPUKYJISAPHBIM I10-
paxkeHUeM cep/la, ay 2% — ¢ BPOXKAEHHON
aHeBPU3MOU MpaBoro xeaypouyka [16, 17].
Hannuwne myranuu B rene TGF-B3 BcTpe-
yaercs B 4% ciydaes 6oabhbix ¢ ALK, us
Hux y 70% wabmonaercst cunapom Jloiica—
Jlutia (pacuienyiennoe Heb6o/A3BIYOK, TH-
nepresopusM, aneBpusma aoptei) [18]. Ilo
naunueiM A.M. Bertoli—Avella (2015), my-
Talluy B TeHaX, KOAMPYIOMUX PeIernTOPbI
tpancopmupyioiero pakropa pocra B1,
B2 u B3, cBs13aHBI ¢ PEHOTUNUYECKIMU OCO-
GeHHOCTSAMU, 00YCIOBIEHHBIMU CUHAPOMOM
Jloeca—/lurtna (coueTanume maToJOTHI cep-
JIEIHO-COCYAMCTON CUCTEMBI C YePeITHO-JIH-
I[EBBIMU U CKEJIETHBIMU AHOMAJTUSIMU: Pac-
HeNJIeHHOe He0O/SI3BIY0K, THIIEPTETOPU3M,
anespuama aoptsl, ALIIJK) [19].

B wuccaeposanusix P. Jombapou,
A.Jloc. Mapuarn (2010) 6bL1M BBIABICHBI TO-
YeyHble MyTallUU B 5’ -HETPAHCIUPYEMOU 06-
agactu (UTR) rena TGFb3 B cembe, B KOTO-
poii oHa ObLia sokanuzoBana B 14q24.3 [5].

B 6% cayuaeB MyTanuil B reHe IJjak-
Tornobuua HabMIOAAICA TUIEPKEPATO3
nanoneir u mogoms [9]. Ilo pesynbraTtam
uccaenosanunit B. Murray (2022), npu Ha-
JUYUM MyTalUil B reHe MIakTorjiobuHa-2
HabJI0/[auCh JTajlOHHO-CTOTHBIH Kepa-
TO3 1O TUITY TIeM(PUTOH/IA, & TAKKe KU3He-
yrposkaioniue HapyIlleHuss PUTMA, B TOM
yucae BCC — 6onesnb Hakcoca, a4 Ko-
TOPOIl XapaKTepeH ayTOCOMHO-PEINCCUB-
HBIH TUM HacaenoBaunus [20].

Taxum 06paszom, ObLIO YCTAHOBJIEHO, YTO
6oJsiee TsKeNOE TeyeHUe U HebIaronpusT-
HBIil IPOTHO3 3a00JIeBaHUs, KaK IIPABUIIO,
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ACCOIIMMPOBAHBI C MYTAIUSIMU B HECKOJIb-
KHUX TeHaX, 3aMyCKAIOMNUX KACKAJ PA3BUTUSI
AJTTTXK.

Ha ocHOBe MHOTOYMCJIEHHBIX HCCJIEN0-
BaHUU OblJIa yCTAHOBJIEHA MATOTEHETHYE-
ckag 1enovka passutus AJ/[IIK. Ha done
TPUITEPOB, U3 KOTOPBIX 0COO0€ BHUMaHUE
yAeaseTcss BUPYCHBIM HHGEKIUSIM (ageHo-
Bupycam, sanTepopupycam Kokcaku, ECHO
U Ip. — IpsIMOE MOBPeKIeHNEe KJIETOK M UX
FeHEeTUYeCKOTO MaTepuasa, nepectpoiika
MMMYHHOI CHCTEMBbI) U NOBbINIEHHON bu-
3MUYeCKON Harpy3ke (MeXaHUIecKoe BO3/ei-
CTBHE HA «HEIPOYHbIE CBSI3U» MEXKIY Kap-
JIMOMMOIIUTAMM ), TPOUCXOAUT aKTHBAIUS
BBIIIEYKA3aHHBIX F'€HOB. JTO, B CBOIO Oue-
pelb, IPUBOJAMT K aIloOITO3Y, Pa3PbIBY MeX-
KJIETOUHBIX COEJIMHEHNI U aKTUBAIUU TPO-
sudepaTuBHBIX MpoileccoB. Tak Kak TaHHbIe
YY9aCTKH PACCMaTPUBAIOTCSI UMMYHHOW CH-
CTEMOU KaK TOBPeXIEHUE, PA3BUBAETCS
MeCTHasI BOCHATUTETbHAS PeaKInsi, KOHeY-
HBIM PE3yJbTaTOM KOTOPOIl CTAHOBUTCS 3a-
MeHa IMOBPEKIEHHOTO YYACTKA MUOKAP/Ia Ha
COEJIMHUTENBHYIO, JKUPOBYIO TKaHb (PeMO-
nenupoBanue) [1].

B pesyabprare pemMoeMpoOBaHUs CTPYK-
TYPBl MHOKap/1a ITPOUCXOUT 3JIEKTPHYECKast
uzoJsius GubpPO3HO-KUPOBBIM MHUIBTPA-
TOM COCEJHUX KapJAUOMHUOIMTOB, YTO BbI-
3bIBaeT MeJJIeHHOe 1 GJIOKMPOBAHHOE pac-
IIPpOCTPaHeHHE UMITyJibca (T.e. HOTEHIINAIA
nerictBus). U aTo, B CBOIO ouepelib, SABJIS-
eTcsi He0OXOMMBIM YCJIOBHUEM JIJIsl BO3HUK-
HOBEHUS BO3BPATHBIX aPUTMUIA, HEPEAKO —
darambubix [21].

Takum 06pa3oM, PeMOIETUPOBAHNE MUO-
Kap/ia IpUBOAUT K HYHKIMOHATIbHON HEMOJI-
HOIIEHHOCTH, B YACTHOCTH, K CHCTOJINYECKOH,
nuacronnyeckoit nuchynknuam 11K, napy-
[eH0 pabOThI TTPOBOISIIEN CHCTEMBI € Pa3-
BUTHEM apUTMUI (BO3MOKHO PaclpocTpaHe-
HUe KapAMOMUOTIATHY Ha JIEBBIN JKeJyI0ueK
[JIZK], MesxKeTyT0uKOBYIO TIEPETOPOAKY, UTO
CBSI3BIBAIOT C OJTHOBPEMEHHBIMU MY TAI[USIMHI
B HECKOJIBKIX I'eHaX M aCCONUUPYIOT ¢ Hotee
HebJIarONPUSTHBIM IIPOTHO30M).

Boigensiior dea mopgonozuueckux sapu-
anma A/IDDK [22]. Mopdomornueckne n3-
MeHEeHUsI — 9TO YepefoBanue (MO3amdaHast
KapTUHA) HOPMAALHOU W HCUPOBOL ULU PU-
6po3no-acuposoil Tkanel (cM. Tabu. Ha . 54).

AJIIIK ornugaercs moanMophHOCTHIO
1 HEO/IHO3HAYHOCTHIO KJIMHUYECKON KapTu-
HbI — OT GECCUMIITOMHOTO TeYyeHust 10 Ou-
BEHTPUKYJSIPHOI Cep/lledHON HeOCTaTOd-
noctu u gaxe BCC. [lebioty 3aboseBaHus
MOTYT NPEAIIECTBOBATh 3HAUNTENbHAS Hu-
3UYecKasl Harpyska, ncuxXo3aMOIMOHAIbHBII
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KAPOMNOJI0rn4d

Mopdonoruyeckue Bapuantol AQMK

XXuposoit BapuaHT

Prn6po3HO-XXMPOBOIA BapuaHT

MNMonHoe 3amelLeHne Mrnokapaa XXNpoBoi
TKaHblO 6€3 NCTOHYEHNs cTeHkK MK,

- 3HauMTeNbHOE UCTOHYEHME CcTeHku MK, ero au-
naraumg, GopMmpoBaHne aHeBpuU3M (TpeyrosibHUK
OMCNnasnn, BKIYaoWwmii BepxyLuky MX, npuToYHbIn
OTAEN U HUXHe-AmnadparmanbHas 4acTb NOA 3a4HEN
CTBOPKOW TPUKYCNUAANIbHOIO KJjlanaHa) 1 BoBJieye-
Hue B npouecc Mmnokapaa JIK.

- Hannune nokanbHOro mmokapamTa.

cTpecc, BUpycHble MHGMEKINH, 9HIOKPUHHDIE
Hapymenwus [22].

B anamnese cieayer OTMETUTDb OTATO-
mennyio Haciaenctsenuocts (ALK, BCC
Y POJICTBEHHUKOB TI€PBOil INHUN ), HO HE CTO-
uT 3a6bIBaTh, uTO B 40% CiydaeB maiueHTbl
He IMeIOT ceMelfHOTO aHaMHe3a U (GaKToB
BCC y 6amxaiimux poactBeHHHKOB [21].

B kauHuveckoil kapTuHe npeobiana-
0T AaPUTMHU, KOTOPbIE MPOSIBJISIOTCS yda-
mEHHBIM cepiiebreHneM 1 0OMOPOKaMH,
7 NMPU3HAKU MPAaBOXKEIYTOUYKOBONH Hezlo-
cratounoctu. [Ipu AJITIK o6biuHO Xapak-
TEPHBI KeJTYJ0YKOBbIe HAPYIIEHUS PUTMA
cep/la: aKCTPACUCTOIINS, SKeJIYJOUKOBas Ta-
xukapaust (JKT) u np. aput™muu, pedppakrep-
HbIe K Tepanuu. YacTo MepPBBIM U MOCTE]-
HUM IIPOsiBJieHUEM 3a60JIeBAHUST MOKET
OBITH BHE3AMHAST CMEPTh, KOT/A JKeJay[0U-
KOBast TaXUKapusl EePEXOAUT B Gubpuiiisi-
U0 JKeJNYJT0UKOB.

[Tpu pasButum Hemocratounoctu I17K
HabuaogaoTcss: HabyXaHue U IyJIbCalust
MIeWHBIX BeH (MOBBIIIEHUE TIEHTPAJIbHOTO
BEHO3HOTO JIABJIEHUsT ), OTEKH HIKHUX KO-
HEYHOCTeH, 3acToiiHas renatonaTtus (yBe-
JIMYeHre Pa3MepoB, 6OJE3HEHHOCTD B TIpa-
BOM T10/ipebepbe, MUTOTUTUIECKUN CUHIAPOM
u 1.1.). B nocuenymomem y 60JbHBIX MOKET
Pa3BUTHCS OGUBEHTPUKYJISIPHAS HEJOCTATOYU-
HOCTH KpoBooGpatenus [21-23].

IKCTpaKapAUalbHbIe IPOSIBJICHUS BKJIIO-
YaloT JIA[IOHHO-TOJIOIBEHHBII THIIEPKEPATO3,
XapakTepHbIil 1151 ocoboit hopmbr ALK —
6onesnu Hakcoca [21].

Ha ocHoBaHWM KJIMHUKN U XapaKTepa Te-
yeHUst 3a00JIeBAHUSI BBIIEJISIIOT YETHIPE KJIH-
nmaeckue dopmbr AJ[IIK [1]:

- namenmuas apummuveckas (50%) —
M30JIMPOBAHHAS TIPABOXKETYI0UKOBAsT 9KC-
TPACHUCTOJINS, IIPABOXKENTYA0UKOBAsT SKCTpa-
cucTosu ¢ npobeskkamu Heycrounsoi JKT,
HeyCTOIUNBasI JKeJIYA0IKOBasT 9KTOIHS TIPU
HaJIMYNU COMYTCTBYIONETO MUOKAPINTA;

- passepnymas apummueckas (20%) —
yerotunBast JKT /DK, ycroiuusas KT/
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@K B coueTaHUU € MPABOKETYTOIKOBOMN
HeZoCcTaTOuHOCThIO, yeroitunbas KT /DK
NPY HAJIUYMK COITYTCTBYIONIETO MUOKAP/UTA;

- AJIIDK ¢ npeobradanuem 6usenmpuxy-
asapnoi XCH (16%);

- AJIIDK 6 couemanuu ¢ HekoMnaxmmoim
muokapoomn JLK (HKM JIXK) (14%) — aput-
Muueckast ¢opma 6e3 nposisienuin XCH,
OGUBEHTPUKYJIAPHAS CepJleuHass HejocTa-
TouHocTh, coueTtanue AJIIIK, HKM JIJK
U MUOKAPIUTA.

PasBuTne Toit miu uHOM HOpMBI oTpe-
NeIsTeTCsT Kak TeHeTUYeCKUMU (hakTopami,
Tak U NPHUCOEIMHEHUEM COIYTCTBYIOIIETO
Muoxapzaura [1].

B pa6ore D. Corrado (2024) 6w1au pac-
CMOTPEHBI HOBbIE (DEHOTHIIMYECKUE BapH-
aHTbI 3a00/eBaHKus — OUBEHTPUKYJISPHAS U
aputmorerHasgs KMII JIJK. OrcyrcrBue aua-
THOCTHMYECKUX KPUTEPHUEB JIJISl JIEBOCTOPOH-
nux BapuantoB KMII mpuBeno k Tomy, uto
ATHU MAIMEHTHI HA TIPOTS)KEHUU YeThIpeX Jie-
CATUJIETUH, MPOIIEIIUX C MOMEHTA OTKPBI-
tua AJ[ITK, e 6bIM AMArHOCTUPOBAHDBI
KJIUHUYEeCKH [24].

3aknoyeHne

AJITIJK — oxna u3 HanboJiee 4acTHIX MPH-
g BCC y nuir Mostoke 35 JieT, OHa Xapak-
TepU3YyeTcsT HEYKJIOHHO MPOrPeCCUpyIOnuM
TedeHreM 3a60eBAHUS C TSKETBIMUA apuT-
MHUSAMU Cepalla U OMBEHTPUKYIAPHOU cep-
JIeYHOM HeJocTaTOYHOCTbhIo. /JanHast narto-
JIOTUSI B MUPOBOU MeIHIIMHE MCCIe0BaHa
HEZOCTAaTOYHO, BBI3BIBAET GOJIBIION HHTEPEC
u Tpebyer yTouHeHH i KaK B 9THOJOTMH | a-
ToreHe3e, TAaK U B U3yYeHUU HOBBIX (PEHOTHU-
MUYECKNX BapUAHTOB 3a00JICBaHUSI.
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