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Pesome

B crarbe npuBoOISTCS COBpEMEHHbIE CBEICHUS O KIMHUYECKUX MPOSIBICHUSIX U AMATHOCTUKE apUTMOT€HHOM MTPaBOXeTyI04KOBOI KapAMOMUO-
natuu (AIT2KK), ocBelieHbl TeHeTUuecKKe acrekKThl 3a00J1eBaHusI, TPOBEIEH aHAJIN3 COBPEMEHHBIX HAyYHBIX UCCIIEIOBAHMIA 110 TaHHO Mpoobiie-
Me. [1puBeaeHoO KIMHUYEeCKOe HaOII0IeHUe MalMeHTKH ¢ ceMeiiHoi ¢hopmoit ATTXKK.
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Abstract

The article provides current information about the clinical manifestations and diagnosis of arrhythmogenic right ventricular cardiomyopathy,
highlights the genetic aspects of the disease, and analyzes the recent scientific research. A clinical case of diagnosis of this rare disease is given.
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ApUTMOTEHHAasT TTPaBOXETYI0YKOBasT KapAMOMUOIIATHSI
(ATTKK) (arrhythmogenic right ventricular dysplasia, ar-
rhythmogenic right ventricular cardiomyopathy) OTHOCUTCS
K UMCITy peAKUX 3200JIeBaHUIi U IMarHOCTUPYETCS Ha 3Ta-
Te >ku3Heyrpoxatoiux ocnoxHeHuit. AITXKK vacro sBisi-
eTcsl TpuurHOl BHe3arHoit cmepTtul (BC) y nmutt Moonoro
Bo3pacTta. PactipoctpanenHocth AITKK ycraHoBineHa
B 3MUIEMMOJIOTMYECKUX UCCIIEIOBAHUSX, MTPOBEIEHHBIX
B nocienHee Bpems [1]. Tak, mo JaHHBIM UTATbSIHCKUX
kapauonoros, AITXKK coctasaster ot 1 : 1 000 1o 1:2 000
JKUTEJIeH, YTO COTTOCTABUMO C PAaCIIPOCTPAHEHHOCTHIO
MyKoBUcLIMA03a. B ob1eit momynsiiuu Ha goaio ATTXKK
cpenu ymncia ciaydaeB BC npuxonures 11 %, oqHako cpe-
1 amiietoB yncio ymepiinx BC npesbimaet 22 %.
Ocoboe BHMMaHME MpuUBJieKaeT (PakKT ceMelHOM
npeapacnonoxeHHoct K AITXKK (> 30 %), uto u mo-
OyIMJIO aKTUBHO M3y4aTh TeHETUUYECKYIO MPEAPaciofio-
JKEHHOCTb K apUTMUSIM TIPY U30JIMPOBAHHOM ITOpaXxKe-
Huu nipaBoro xkenynouka (I12K) [2]. B HacTosmiee BpeMst
YCTAHOBJICHO 5 MPUYMHHBIX TEHOB, C KOTOPBIMU CBSI3a-
Ho pazButue AITKK. OHu KoaupyloT CUHTE3 OEJIKOB,
BXOJSIIIMX B CTPYKTYPY JECMOCOM, TTOCTIENHUE UTPAIOT
BaXXKHYIO POJIb B (POPMUPOBAHNY MEXKIJIETOUHBIX KOH-
TaKTOB KapAUOMUOLMTOB. [1pu 371eKTPOHHOI MUKPO-
ckonuu auddepeHInpyeTcss MeCTo KOHTaKTa — macula
adherens (MATHO CIIUTIAHUST) C TPYIITION OEJIKOB AECMO-
CcOM — TiIaKkoryoouH (plakoglobin), necmorutakuH (des-
moplakin), ninakobunun-2 (plakophilin-2), necMorieii

(desmoglein), necMokosuH (desmocolin), — ¢ KOTOPBIMU
CBSI3BIBAIOT ayTOCOMHO-TOMMHATHEIN TUII HaCJIeIOBaHUS
AITXKK. ITpu ayTocOMHO-peLiecCCUBHOM TUIIE HACJIEI0-
BaHUS TEHOTUMNUPYETCS YYacTUEe TeHOB, KOAMPYIOIINX
TUTaKOTJIOOMH U 1€CMOTIJIaKKH.

[MaToreHeTHMYEeCKasT pOJIb OEIKOB IECMOCOM COCTOUT
B 00€CIIeYeHNM KOHTAKTOB KapaAUOMUOIIMTOB, HO TIPU
YCJIOBUM UX I€TeHEepalluy, YTO MIPOMCXOIUT MPU CTpecc-
Harpyskax Ha MUOKapJ ((puszndeckure yrpaxxHeHUsI U Apy-
TUe PUCKM), HapyIIaeTcsT MEXKICTOUHOE B3aUMOICICT-
BHE, YTO, B CBOIO OUEpEeb, SIBJISIETCS IPUIMHON arlonTo3a
KapAUOMUOIIMTOB.

AyTtocoMHoO-peneccuBHble hopmbl ATTKK 1 601e3Hb
Naxos cBSI3aHBI ¢ MyTallel TeHa, KOTUPYIOIIETo CUHTE3
akorinoouHa. bonesnn Naxos onrcaHa cpeau XuTesein
octpoBa Cycladian [3]. KituHu4eCKUMU 0COOEHHOCTSIMU
naHHoi ¢popmbl ATTKK saBasiercst couetanue ATT2KK
C KepaTo30M JIaOHEel 1 CTOM 4YesloBeKa, YTO CBSI3aHO
C JloKajiM3aluen reHa Ha 17-11 XxpoMocoMme B TTOJI0XKe-
Huu q21. JIeneuust reHa oTMe4aeTcst y BceX MaluueHTOB
¢ 6one3Hblo Naxos. [1n1akorioOMH UrpaeT BaXHYO Ma-
TOTEHETUYCCKYIO POJIb B pa3BUTHUM KepaTo3a U IMCILIa-
3um [12K, T. K. ¢ TUM OeTKOM CBsI3aHbI MEXKJIETOYHBIE
KOHTaKThl. boJIe3Hb MpOosIBASIETCS B IEPBbIE TOIbI K13~
HU peOeHKa; HaYaJIbHBIMU €€ TIPOSIBJICHUSIMHU SIBIISICTCS
KepaTo3 JIadoHel W CTOM, HapylIeHnue pUTMa Cepama
MIPOSIBJISIETCST B TTOAPOCTKOBOM Tiepuonae. Bemymmmu
KJIMHUYECKMMM MPOSIBICHUSIMU SIBJISIETCS KETyT0YKOBast
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apuTMus U cepaedHas HegocratouHocTh (CH). BC cpe-
Iii 6OJIBHBIX C ayTOCOMHO-peneccuBHO opmoii ATTZKK
OTMeUaeTcs Yalle, 9eM IIPU ayTOCOMHO-TOMUHAHTHOM
denorume ATTXKK.

C reHoMm JecMoIlJIaKMHa, MyTallysl KOTOPOro JioKa-
Ju30BaHa B 24-M 23K30He, cBsi3aH cuHapoMm Carvajal.
OCHOBHBIMY KJIIMHUYECKUMU TIPOSIBIICHUSIMUA CUHAPOMA
Carvajal, oTMCaHHOTO B apaOCKMX CEMBSIX, SIBIISICTCS CO-
yetaHue kapauomuonatuu (KMIT), nepmaTto30B u no-
paxkeHUe BOJIOCSHOTO MOKPOBA. Y O0JbHbBIX U3HAYATBHO
OTMeYaloTCcs MeM@UTYC-IoT00HbIe TTOPaKeHMUST KOXKHBIX
ITOKPOBOB; TAKXKE OTMEUEHO IMOPaKeHME KaK MPaBoro, Tak
u neBoro (JI2K) xenynoukoB cepalia.

AyTtocomHo-nomuHaTHbI peHotun ATTKK cBsizan
¢ myTtanueil TeHoOB [4q23-q24 (ATIXKK-1), 1g42-q43
(ATTKK-2), 14q12-q22 (AITXKK-3), 2932 (AITXKK-4),
3P (AITKK-5), 10p12-p14 (AT1KK-6), 10q12, 6p24
(ATI2KK-8), 12p11 (ATIKK-9). DT naHHble cBUAE-
TEJCTBYIOT O JOCTATOYHO TeTEPOTeHHON TeHeTUICCKOM
kaptuHe npu AIT2KK. Haunbonee n3ydyeHHBIM SIBJISIETCS
MyTallusl TeHa AeCMOIlJIaKuHa, KOTOPBIi JIOKaJIM30BaH
B nojioxxenue 6p24 (ATTKK-8). pu 3T0it MyTarmu 3a-
TparuBaeTcst N-TepMUHAII TeCMOIUTAKMHA, UTO OKa3bIBa-
eT BJIMSHME Ha JOMEH TUTaKOIOOWHA B ()OPMUPOBAHUM
MEXKJIETOUHOTO B3aumonaeiicTeus. KnuHuueckoit oco-
6eHHocThIO TIpu 3TOl (hopMe ATTKK sBnsieTcst paHHee
pasButrie CH 1 TTOBEIIIIEHHEIN OoJiee YeM B 4 pa3a pUCK
BC, ecnu cpaBHUBATBH ¢ MyTallMell TeHa, KOMMPYIOIIETO
uiakownH-2. [Tpu MyTanyum reHa AecMoruiakmHa oT-
MevaeTcs paHHee 3aMelleHre KapIrOMUOITUTOB (huOpo3-
HO-XMPOBOIT TKAHBIO, YTO, B KOHEYHOM CUETe, SIBISICTCS
npuynHoii pazsutust CH.

C reHoM rutako(puuIMHA-2, JIOKaIU30BaHHBIM B JIOKY-
ce 12pl1, cBsi3aH cuHTe3 Oeika IakobUUIMHA-2, TPUHU-
MAJOIIIETO YUYACTHE B TOCTPOCHUN MEXKKIIETOUHBIX CBSI3CHA.
B rpyrme cemeiinbix opm ATTXKK myranmst aToro reHa
Bcrpetwiiach B 70 % ciydaeB. [Ipenronaraercsi, 4To My-
Talus reHa riakoduuimHa-2 — HauboJiee yacTtas npu
ceMeitHol opme 0os1e3HU. ['eH JecMOTIeiftH-2 JIOKAI-
30BaH B Jiokyce /8q12. 1. Mopdonornaeckre n3MeHEHMS
ITXK npesbimatot 60 %, JIZK — 25 %. I'en necMOKoJIMH-2
TaKKe yJacTByeT B (DOPMUPOBAHUY CTPYKTYPHI IECMOCOM.
OTMeuaeTcs yacToe coueTaHWe MyTallMy TeHa Kaaxepu-
Ha-2 ¢ MyTaluel TeHa 1eCMOKOIMHA.

IMaras dopma AITXKK cBs3zaHa ¢ myTtauueil reHa
TMEM43, ero GyHKUMS UMEET OTHOLIEHUE K (hOpMU-
poBaHM10 xupoBoii TkaHu y aui ¢ ATTKK. B HacTosiiee
BpeMsI IIPOBOMASITCS aKTUBHBIE TEHETUUECKUE UCCIIEI0-
BaHUs IPYTUX TEHOB-KaHaumatoB — RyR2, TGF-f3,[4].

B coBpemenHoii knuHuueckoit mpaktuke AIT2KK He-
00XOIMMO TeHOTUITUPOBATH, YTO TTO3BOJISIET BEPUMUITNPO-
BaTh IMArHO3 M IIPOTHO3MPOBATH TEUCHUE 3a00JIeBaHNSI.
Bb160p METOIOB MeAMKAMEHTO3HOM Teparuy U UMITJIaH-
Taluu KapauoBepTepa-aehudpuiIsitTopa Takxke Heo0Xo-
JIIMMO COOTHeCTH ¢ TeHoTunupoBaHuem AITKK.

Yro KacaeTcsl KIIMHUYIECKOTO HAOTIOMEeHNS, TIPSICTaB-
JIECHHOTO B TAaHHOM CTaTbe, TO HEOOXOUMO yKa3aTh Ha ce-
MeliHbI aHaMHe3 001bHOM. M3 aHaMHe3a cTano U3BECTHO
0 CMEpTHU €e OTIa B OTHOCUTEILHO MOJIOIOM BO3pacTe
(BC Bo cHe, ero Bo3pact He npeBbian 40 JeT); cecTpa
MalMEHTKU TakxKe HabJlonaeTcsl B KapaAruOoJIOTMYeCKOM

LIEHTPE, B MOJIOJbIE TOAbI CTajla OTMeUYaTh HapyllIeHUE
puTMa cepaia. B cBSI3U ¢ XeaynouykoBOW TaxuKapauei
WMIUIAHTUPOBAH KapauoBepTep-aedudpuistop. B Ha-
CTOSIIIIEE BpeMSI 3aBEPIIacTCs TEHETUIECKOE CCIIeI0Ba-
HUE CeMbU MallMeHTKHU.

AHaTOMWYECKHE WU3MEHEHUST MUOKapaa SIBJISTIOTCS
natorHoMoHUYHbIMU 17151 ATT2KK. XapakrepHoii aHaTo-
muyeckoii yeptoit ATTXKK sBnsiercst mokaabHas MU Te-
HepanuzoBaHHas aunatauus [12K. Ucropruuecku npume-
HSIJICSI TEPMUH «TPEYroJjibHasl NUCIIIa3Us», O KOTOPbIM
ITOHNMAETCS] U3MEHEHUS KaK BXOTHOTO, TaK ¥ BEIXOTHOTO
tpakTa [12K, a Takke BoBjieueHUE B MaTOJOTMYECKUIA IIPO-
liecc B MocTaTepalibHOM 30He anmuKaibHoil yactu JI2K.
CepaeuHasi MblILA 3aMeliaeTcsi GruOPO3HOMA 1 KUPOBOM
TKaHbBIO; MUOKApJI IIPUOOpETACT XapaKTep PyOLIOBOIA TKa-
Hu (puc. 1). OnmucaHHbIe U3MEHEHMST MUOKapIa HOCSIT
BapuraOeNIbHBIN XapakTep.

XapakTep rucToaorunyeckux Mophoornueckux 13-
MEHEHMI TTO3BOJISET BhIIeINUTh 2 hopMbl ATTKK — du-
OPO3HO-JIMITOMATO3HYIO U YKCTO JINTIOMATO3HYI0. Prod-
pomato3Has ¢opma AITKK xapaktepusyercst atpodueit
MHOKapa v ero ICTOHYEHUEM, TUTTOMATO30M 1 MH(UITBT-
paumeil KJIeTOK BOCITaJeHUSI, YTO OCOOEHHO 3aMETHO
B 30HE aHEBPU3MATUUYECKOTO BBITISTYMBaHUsSA cTeHKU [12K.
ITpu aroii rucronornueckoii popme AITKK npaktuue-
CKU Bcerga OTMeJaroTcsl AereHepaTUBHbIE UBMEHEHUS
JIK. TIpu nunomatosHoi opme AITXKK He oTMeuaeT-
Csl ICTOHYEHMST MUOKapaa, MUOKapa MHPUIBTpUPOBaH
KJIeTKaMy BOCITaJICHUSI.

IIpn 37eKTpOHHON MUKPOCKOIIMKA MHUOKapaa Mpu
ATTXKK BBISIBISIIOTCS U3MEHEHUSI JECMOCOM, YTO TIOJI-
TBEPXKIAeT POJIb MYTUPYIOIIUX TEHOB, KOTUPYIOIINX
0OeJIKOBbIE CTPYKTYPhl, BOBJIEYEHHbBIE B MEXKJIETOUHOE
B3aIMOJICUCTBHUE.

Puc. 1. AyroncuiiHplii MaTepuas MOJIOAOTO yejoBeka 24 JieT, yMep-
1Iero BHE3amHoil cMmepThio. Mopdonornueckas XapakTepuCTHUKA
APUTMOTEHHOM TPaBOXeJyJI0uKOBOI Kapauomuonatuu. Ha paspese
npencraBieHbl Bce 4 kamepbl. CTEHKU MPaBOTO KEJNyA0YKa MCTOH-
YeHBbl, cepeyHasi MbILILA 3aMellieHa (UOPO3HO-KMPOBOIA TKAaHbBIO

Figure 1. Autopsy of a 24-year-old man who died of sudden death.
Morphological characteristics of arrhythmogenic right ventricular
cardiomyopathy. The section shows all 4 chambers. The walls of the
right ventricle are thinned, the heart muscle is replaced by fibro-adi-
pose tissue
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B xnnmHnueckoit kaptuHe ATT2KK maTorHoMOHUYHBIX
MPU3HAKOB 3a00JieBaHUS HE OTMEYaeTCsl; IJUTEIbHOE
BpeMsI 00JIe3Hb IPoTeKaeT 0ecCUMIITOMHO. OCOOEHHO
3TO KacaeTcsl TeX OOJIbHBIX, Y KOTOPBIX 00JIe3Hb HOCUT
criopaguuecKuii XxapakTep, a ceMeitHblii aHaMHe3 ATTKK
oTcyTcTByeT. KilmHnueckast CMMIITOMaTHKa XapaKTepy-
3yeTcs TajbIuTanueil (6ojle3HeHHOE OIIYIIeHUEe CepI-
1IeOMEeHUST), CUHKOMNAJIbHBIMU COCTOSTHUSIMU, OOJIbIO
B TPYAHOI KJIETKE, TUCITHOA. BOJbHBIX 3TOI KaTeropuu
HEOOXOAMMO paccMaTpPUBaTh B KAYECTBE TPYITITHI BBICO-
koro pucka BC. ITosiBieHne B KIMHUYECKOM KapTHHE
ATTXKK ykazaHHBIX CUMIITOMOB OOYCJIOBJIEHO pa3BUTUEM
JKEJTyTOYKOBOM TaXMKapAUU. DT MPOSIBJICHUSI Yallle BCero
pPa3BUBAIOTCS B MTOAPOCTKOBOM IIEPHOIE U Y JIUIL OoJiee
cTapIirero Bo3pacta. Yaiie BCero apuTMUM BO3HUKAIOT
B Bo3pacte 30 jet u crapire. AITJKK penko pa3BuBaet-
cd 'y neTeit Miaaaiiero Bo3pacrta. B Myxxckoii momnyasiiuu
oTMmeyvaeTcst Hauoosee Boicokuit poueHT BC. OueHb
BaXXHO COOpaTh CEeMEITHBIN aHaMHe3, 00paTHB BHUMaHKE
Ha POJICTBEHHUKOB, yMepIINX B Mosioasie Toasl BC. Yare
Bcero AITZKK nmporekaeT kak ayTOCOMHO-AOMMWHAHTHAasI
6ose3Hb. [1pu ayrocomHo-peneccuBHoil hopme ATTKK
B KJIMHIYECKOI KapTUHE MOSIBIISTIOTCS TTPU3HAKY KepaTo3a
KOXW JIaIOHeH pyK M cTyrHei Hor. OOpaiaT Ha cebst
BHUMaHMeE I'yCThle KypuaBble Bojiochl. OMHAKO BEIYIIUM
CHMITTOMOKOMIIJIEKCOM SIBJISIETCST SKETYIOYKOBEIC apUT-
MW, TIPU TIPOTPECCUPOBAHUM 3a00JICBAHUST pa3BUBAIOTCS
npusHaku CH.

Takum o6pazom, ipu AITXKK He oTMeualoTcs mato-
THOMOHWYHbIE TpU3HaKK 3a0ojieBaHus. 1o pe3yiabTaTram
aHaJIM3a CUMIITOMATOJIOTUY YCTAaHOBIICHBI HaOOJIee Ja-
crbie pusHaky AITXKK — mansrnmranms (67 %), cMHKOTIE
(12 %), atunnyHas 6osib B rpynHoii kietke (27 %), nuci-
Hod (11 %), I12K-HegocratouHOCTh (6 %).

KmHmaeckuMu IposSBICHUSIMY TTATBITATALIAN 1 CHH-
KOITe SIBJISICTCSI XKeJIyI0UYKOBas Taxukapaus (puc. 2); oHa
HOCHUT MOHOMOPMHBIN XapakKTep U 4acTO COYeTaeTCs
¢ 6JoKkanol eBoit HoXKM nydyka I'mca. Yacrora u npo-
TOJDKUTEJIBHOCTD XKEJIYI0YKOBOM TaXMKapIUU KOppe-
CIOHAMPYIOT ¢ TsKecThio TeueHus ATTXKK. Y HekoTopbix
OOJIbHBIX MIEPBUYHBIN 3MU301 XKEJIYT0UYKOBOI TaXuKap-
Inu ssBUiics TpuanHoii BC — B 3TOM COCTOUT KOBapCT-
Bo ATTKK. IMpoBouupywoiium GakTopoM B pa3BUTUU
TaxuKapauu SBIsieTcs pu3ndecKast Harpy3ka, mo3ToMy
y OOJIbHBIX JAHHOI KaTeropuy peKOMEeHIYyeTCsl U30erarthb

I aR Vi V4

Harpy30u4HbIX TECTOB C TeM, YTOObI HE CITPOBOLIMPOBAThH

Ppa3BUTHST (paTaTbHOM KeJIyTOIKOBOM TaXMKaPINHN.
AcUMIITOMHOE TedeHUe 00JIE3HU XapaKTepHO IS

ayTOCOMHO-I0MMHaHTHOro TeueHust ATT2KK.

B HacTtos1ee BpeMst BbinenstoTes 3 cieaytoiue hop-
MbI ATTKK, nmeroniye nporHoctnyeckoe 3HaueHUe U 00b-
SICHSTIOIITIE OCOOCHHOCTH KIIMHUIECKUX MPOSBICHUI 3a-
croitHoit CH:

* 1-g paccMaTpuBaeTcs Kak KjaaccuyecKasi; 1Jis Hee Xa-
paKTepHbl U3BMEHEHUS TOJBbKO co cTopoHbl TT2K; JIK
B [TATOJIOTMUYECKUI TPOLIECC BOBIEKAETCA PENKO;

e 171 2-i1 OpMBI XapaKTePHBI MPU3HAKNA TOMUHUPO-
BaHus JIZK 1 OTHOCUTENIBHO HETJIYyOOKOE TOopakeHe
ITXK;

* 1pu 3-i1 hopMe HaGIIOIAaeTCS OMBEHTPUKYIISIpPHOE
MopakeHre MUOKap/a.

JuddepeHimanbHasg AMarHocTUKa MPOBOIUTCS C 1ie-
JIBIM psiioM 3aboseBaHuii — aHomanueir Uhl, capkou-
nmo3oM, KMII npyroit atnojornu, cMiHIpOMOM Brugada.
Anomanug Uhl xapaktepusyeTcs BpOXXIeHHBIMU U3Me-
HeHUsIMU CTPYKTYphI [12K — oH HeGonblLIMX pa3Mepos,
CTeHKa MUOKapja UCTOHUYEHA 0 pa3MepOB MalMpOCHO-
ro ymcta. bose3Hb MposBIIsieTcs yKe B MIaAcHUISCKOM
NEePUOAE, YTO TAKXKE SABIISIETCS OTJIUYUTEIBHOU 4YEpTOU
a”Homanuu oT ATTKK.

Capkouio3 U1 MUOKapAUT nopaxarT Muokapa I1XK;
B muddepeHINATFHON IMAarHOCTUKE 3HAYCHHE TTPUIACTCS
Ouoricuy MUOKapaa, KOTopasl 1o TUCTOJIOTHYECKOM Kap-
TUHE OMoITaTa MO3BOJISIET MPOBeCcTH Ar(depeHINATEHYIO
IUATHOCTHKY MEXIY STUMU 3a00JIeBAaHUSIMMU.

KnnHauueckas kapruHa nuiataunonHoin KMIT moxker
OBITH cxoxa ¢ TakoBoii mpu ATTXKK; mpu nuddepeHim-
aJIbHOM IMarHoCTUKe MpuoerarT K OMONCUY MyUoKapa.

Hnst cunapoma Brugada xapakTepHbI 2J1eKTPOKAINO-
rpacduaeckue (DKI') mpu3Haky — 6J10Kana IpaBoii HOKKHU
nyyka ['mca u nonbem cermenta ST B oTBeneHusx V—V,
(puc. 3).

B cxemy tepanuu ATTKK BkItOUeHBI KaKk MeAUKA-
MEHTO3HBIC, TAK 1 HEMEINKAMEHTO3HbBIC METOMBI JIeUue-
HUS, LIEJIBIO KOTOPBIX SIBJIICTCS TICPBUYHAS M BTOPUYHAS
npoduiakTrKa pa3BUTHUs (paTaJbHBIX HAPYILIEHU pUTMa
cepilia, KOTopble MOTYT cTaTh npuunHoii BC 6obHOTO
¢ ATKK. IMauuenTtam ¢ AITXKK pekomeHnyetcst usberatb
Ype3MePHBIX (DU3NYECKUX HArpy30K, Y4aCTBOBATh B CITOP-
TUBHBIX COPEBHOBAHUSIX, BKJIIOUAsi UTPOBbIE BUIA CITOPTA.

A

Il aVL V2 V5
WA VAN,

Phythm strip

Puc. 2. XKenynoukoBasi Taxukapausi, 3aperucTpupo-
BaHHas1 y OOJIBHOTO C apUTMOTEHHOM TTPABOXKETYI0U -
KOBOI1 KapnuoMuonaTueit (1o AaHHbIM 2JIeKTPOKap-
nuorpacdun B 12 oTBEACHUSIX)

Figure 2. Ventricular tachycardia registered in a patient

with arrhythmogenic right ventricular cardiomyopathy
(12-lead electrocardiography)

AWM,
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Puc. 3. Tlokazarenu snekTpokapauorpaduu B 12 oTBeneHUsIX MPU
cunapome Brugada

Figure. 3. 12-lead electrocardiography in Brugada syndrome

ITpucrynas Kk hbopMUpOBaHUIO JIEUEOHOW Mporpam-
MBI, HEOOXOIMMO MCXOIUTh M3 TOYHOCTU TTOCTAHOBKH
nuarHo3a. HeoOxoaumo nmoguyepkHyTh, UTO B AUATHO-
CTUYECKYIO ITPOTpaMMy BKJIIOYAIOTCS TAKME METObI, KaK
OKT, axokapauorpadus (9xoKTI'), coBpeMeHHbIE METOIbI
UMUIK-IAATHOCTUKNA U TEHETUUEeCKOe TeCTUPOBAHUE.
IMpn mytauum rena TMEM43 puck BC ocobeHHO BbI-
COK, IT0O3TOMY OOJIbHBIM 3TOI KaTeropuu peKOMEHIYeTC s
paHHSISI UMIUIAHTAIMST KapArnoBepTepa-aehuopuuIsaTo-
pa. ITokazaHUSIMHU K UMIUIAaHTAIIUNA KapauoBepTepa-ae-
dubprmnsaTopa 6onbHBIM ¢ ATTXKK gaBasioTcss CMHKO-
MaJibHbIe ¥ MPECUHKOMAJIbHbIE COCTOSIHUSI, YCTOMUMBast
JKEJTyIOUKOBasl TAXMKapAus, pe3UCTeHTHAas! K Teparuu
[3-6:1oxaTopamu, BeIpakeHHast nuchyHkumst [12K u JIK,
KIMHIYIECKUMU TTPOSIBJICHUSIMU KOTOPBIX CTAHYT MPU3HA-
k1 3actoitHoit CH. Y 00JbHBIX OonpeaeseHHON TPyTIITbl
MPpUOEraoT K paquovyacTOTHO abaiuu, mpeciemys 1eib
CHM3UTb pucK 3nu3010B ATTKK.

[Ipm MenmKaMeHTO3HOI Tepanmuu Ha3HAYAIOTCS
[B-6mokaropsl. [IpeanoyreHue oTaaeTCs COTANONY, CYyTOU-
Hasl 103a KOTOPOTro MOXeT KojiebaThest oT 160 10 640 mr.
AJIBTEpHATUBOI MOKET CITYKUTh Ha3HAYCHIE METOIIPOJIO-
J1a wii amuonapoHa (400—600 Mr B cyTKu), B AaIbHEUIIEM
nepexonsT Ha TToaaepKuBauLyo 103y (200 Mr B CyTKH).
[Tpu coxpaHsIIOIIMXCS 3MU30/1aX YCTOMYMBOI XKeTy104-
KOBOM TaXWKapIUU IIPOBOIUTCS KOMOMHUPOBAHHOE JIede-
Hue 3-0J10KaTOpaMu, BHITIONHSIETCS TAKXKe MMIUTAHTAITUS
KapauoBepTepa-neuopuIsaTopa.

BoabHbie ATTKK MOryt ObITh BKJIIOUEHBI B JUCT
OXUIAHUS Ha TpaHCIJIAaHTALIMIO cepAla. Takoe pere-
HHUE MPUHUMAETCS TT0CIe TMHAMUYECKOTO HAOIIONCHUS
3a 00JbHBIM. [ToKa3aHUSIMM K TpaHCIUIAaHTALUM cepalia
npu ATTXKK siBrisietcst pedpaktepHbie (HOPMBI XKeaya0u-
KOBOW TaXWKapAuU, MOBTOPSIOLINECS SMU30bl CUHKO-
MaJIbHBIX COCTOSTHUI, Tiporpeccupyromias CH — kak ITXK,
Tak u JIZK.

KnuHnyeckoe HabnogeHue

B otnenenvie peaHuManyu 1 MHTEHCUBHOW Teparyy Kapano-
JIOTUYECKOTo oTaeneHus ['ocyaapCTBEHHOTO OIOMXETHOIO
YUpeXIeHUs 31paBooxpaHeHust ropona Mocksbl «['oponckast
KamHudeckast 6onpHUa uMeHu [1.J1.[1netHeBa JlenmaprameH-
Ta 3IpaBoOOXpaHeHMs Topona MOCKBbI» OpUTaIoii CKOpOil Me-
MUATIMTHCKOM TTOMOIIN TOCTIUTAIM3UPpOBaHa XeHIuHa 41 roga
C HaMpaBUTEIbHBIM TMAarHO30M HECTaOMIbHASI CTEHOKAPUSI.

Kanobvl npu nocmynaenuu: Ha iepedou B ceple, ouryuie-
HUE «TUTATBI» 32 TPYAWHOM, TSKECTh B 00JIACTH SITUTACTPUS
Y TIPaBOM TO/Ipedephe, OJBILIKY MPU MPUBLIYHON (puznyecKoit
Harpy3Ke.

U3 anammesa ncuznu: pabotaet caHuTapkoii. 3amyxkem. Mme-
€T IBOMX B3pOCIbIX AeTeil — cbiHa 25 JieT u 1oub 20 JieT. BpenHbix
TPUBBIYEK HET, SIMUIEMUOIOTUIECKUI 1 aIepPTOIOTUIEeCKUIA
aHaMHe3 He oTsroieH. OnepaTuBHBIX BMENIATENbCTB HE ObLIO.
B netcTBe pociia 1 pa3BuBaiach HOpMaJIbHO. 3aHUMAJIACh JIIO-
OUTEIBCKUM CIIOPTOM (BEJIOCHUIICH).

Hacaedcmeennocms: 0TELL yMEP BO CHE; CO CJIOB, Y POJHOMI
cecTphl MMeeTcsT 3abosieBaHUe ceplla, TUIAaHUPYEeTCs oTepa-
TUBHOE BMeIIaTeIbCTBO. [TonmpobHoit nHpopMalum o nuarHose
cecTphl MaiMeHTKa He 3Haia. Enie ectb ponHoit 6pat 30 ser,
KOTOPBI CYUTAET CeOsT 3MOPOBBIM.

Anamnes 3abonesanus: ¢ 30-1eTHEr0 Bo3pacra cTpagaeT ap-
TepUaJIbHON TMITePTEH3MEN, MAKCUMAJTbHOE apTepUabHOE 1aB-
nerune (A1) — 180 / 100 mm pt. ct. B 2011 1. — cTarmmoHapHoe
JIeYeHUEe O MOBOAY TMIepTOHUYecKoro kpusa B ['opoackoii
KJIMHUYECKOI GobHMIIE N0 54; 110 TaHHBIM BBIITMCHOTO 31U~
Kpu3a, Torna natogorndeckux DxoKI-usmeHeHMit He BBISIB-
sieHo, npu DKI'-MoHUTOpUPOBaHUM IO XOJTEPY BBISIBICHO
> 7 TBIC. XeJTyIOYKOBBIX SKCTPACUCTOI, TTPOOEKKHU KETYITOUKO-
BOI TaxuKapauu, B CBsI3u ¢ 3TuM ¢ 2011 r. mpyHUMAaeT coTaion
80 Mr B cyTKM, MOHOMPUJT — 20 MT' B CYTKH, alleTUJICATULIIIOBYIO
KUCJIOTY.

B nanpHeiiiem K BpayaM obpailiajiach peako, padborana,
yMepeHHbIe (pU3nIecKre Harpy3Ku MepeHOCHIa XOPOIIIO.

VXynieHre caMOuyBCTBUSI MPOU30IILIO 32 | HeAI. 0 TOCTn-
TaJIM3alMK; OTMeYaeT YCUIeHUe TiepeOGoeB B ceplle, CHIKeHHE
TOJIEPAHTHOCTHU K (DU3MIECKOI Harpy3Ke, MOSIBICHUE OIIYIIeHNST
«TSIXKECTH, TIUTBI B 00J1aCTU Cepalla», HecTaduIbHbIe UMb
AJl. B cBs13u ¢ HapacTaHWEM CUMITTOMATUKW TOCTTUTAIA3UPO-
BaHa.

CocmosHnue npu nocmynaenuu cpentei tsokect. M36uiTou-
Hast Macca Tesia. MHaeke macenl tena — 33 kr / M2, B ierkux —
NbIXaHUE BE3UKYJISIPHOE, XPUTTHI HE BBICTYIIMBAIOTCS, YACTOTA
neixaHust — 16 B MuHyTy. TOHBI cepiiia mpUrIyIeHbl, apUTMIY-
HBI 32 CUET YaCTOW 9KCTPACUCTONINU, ITYMOB HET.

YacroTra cepaeyHbIX cokpalieHuit — 88—92 B MUHYTY,
myasc — 86 B MunHyty, AIL — 150 / 90 MM pT. cT. ZKUBOT MsIT-
KWii, 6€300JIe3HEHHBIN; TeYeHb +2 CM OT Kpast pedbepHOIt nyTu;
nepu@epruyecKnx OTeKOB HET.

[Tpu BeimonHeHuu DxoKI Bpau yabTpa3ByKoBOIl nuar-
HocTuku Upuna Jlvéoéna baszonuxkuna obpaTuia BHUMaHUE
Ha BeIpakeHHYIo nutataiuio [12K mpu nmpaktnyecku HOpMasib-
HBIX pa3Mepax IMPaBoro MpeIcepans U JaBJIeHUN B JIETOYHON
apTepuu.

[Moxazartenu DxoKIT:

* TapacTepHaJIbHAas TIO3UIUS: aopTa — 34 MM;

*  pacxoxkJIeHue CTBOPOK aopTalbHOIO KiarnaHa — 20 MM;
* JeBoe npeacepaue — 40 mm;

o T12K — 40 mm;

* KOHEYHBII TUACTOIUYECKUN quameTp — 51 Mm;

*  KOHEYHBIN CUCTOJIMYECKUI TruameTp — 38 MM;

*  (paxunusa Beiopoca JK — 49 %;
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Puc. 4. Jlannble sxokapaumorpacduu (mapactepHajibHash MO3ULIKS):
MPU3HAKK TMAJTATAllU U UCTOHYEHHUE CTEHKH ITPaBOTO KeTyI0uKa
Figure. 4. Echocardiography data (parasternal position): Signs of dilata-
tion and thinning of the right ventricle wall

Puc. 5. lanHble 3xokapauorpaduu: Mpu3Haku AuiaTalii U UCTOHYE-
HHME CTEHKU TPABOTO XeJyd04YKa, BBIPaKEHHBINH TUMepTpohrpoBaH-
HBII XOpIaJbHbBINA armapar TpabeKysbl B allMKaabHOI 4acTH IpaBoro
JKEyI0uKa

Figure. 5. Echocardiography: signs of dilatation and thinning of the
right ventricle wall, pronounced hypertrophied chordal apparatus of the
trabeculae in the apical part of the right ventricle
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Puc. 6. Dnexrpokapauorpaduiecke MpU3HaKyd apUTMOTEHHOI Kap-
JMMOMMOIIATUH TTPABOTO XKeTyI0uKa

Figure. 6. Electrocardiographic signs of arrhythmogenic cardiomyopa-
thy of the right ventricle

*  BbIXOIHOI TpakT JIXK — 25 %;
*  TOJIIIMHA MEXKETyT0YKOBOM Meperopoaku — 14 mm;
* TosuHa 3agHei creHku JIK — 13 Mm;
* tomumuHa [TXK — 3 mwm.
AnuKanbHasi TO3UIIMS:

o JIK — 50 mmM;
* JIeBoe Tpencepane — 43 X 55 mm;
o TIK — 42 mm;

*  BBIXOHHOM TpakT [TK — 36 MM;

* mpaBoe npencepaue — 36 X 47 mm;

*  MuUTpasibHas peryprutauus — I crenenu;

*  TpUKyCHUAATbHAs peryprutauus — I ctereHu;

* cpeaHee AaBJeHUE B JIETOUHOM apTepun — 30 MM PT. CT.

Sakarwuenue: ipuszHaky aunatauuu [12K v ucronueHue
creHku [12K, BeIpakeHHBII TUnepTpohUpOBaHHBIN XOpIATbHBI
anmnapat Tpabekyabl B anukaibHoi yactu [12K. CHuxeHue
cokpaturesbHoi criocodHocTu [12K (cucronmyeckast aKCKypcus
MI0CKOCTU TPMKYCHMAANLHOTO Konbla — 6 Mm), nuk S, TIK
<10 c™m / ¢, mmaHuMeTpuIeckas dhpakims Beiopoca [TXK < 35 %.
[TnaToo6pa3Has (popMa IBIKEHUS MEXKKEITyTOYKOBOI ITepero-
ponku u 3agHei ctenku JIXK, a rakke D-ob6pa3sHas (popma JIZK
CBUIETEILCTBYIOT O neperpyske 12K o0beMoM 1 naBieHueM,
TpUKycnuaanbHas peryprutauus I crerneHu. Cuctoanyeckoe
AJl B nerouyHoil aprepun — B HopMe. Cucroiauueckas
dynakmsa JIK — 49 %. Yxkazanubsie OxoKI-u3MeHeHUST MOTYT
cunetrenbcTBoBaTh 00 AITXKK (puc. 4, 5).

B nepByto ouepenb OblIa UCKIIOUEHA TPOMOOIMOOIUS Jie-
TOYHOI apTepun. J1J1s1 3TOTO MpoBenecHa CLIMHTUTPpaGhUS JIETKHX,
MPpY YJITPa3BYKOBOM IYTIJIEKCHOM CKaHUPOBAHUU BEH HMKHUX
KOHEYHOCTel 1 orpenesieHnn D-numepa Mpu3HaKoB TaHHOTO
3a00JIeBaHMSI He BBISIBJIEHO. TakKe MCKITIOYEeHBI ITIOPOKHU Cep/Lia
MyTeM TpoBeaeHUs ypecnuiueBoaHoi DxoKI .

JInst yTouHeHMsT 3a00J1eBaHMS cep/iia MPUILIIIOCh CBA3aThCS
C POIHOM CeCTpOil MalMEHTKH, HO Ta HE CMOIJIa TOYHO c(hopMy-
JIMpOBaTh CBOI AuarHo3. Jlnarnos cectpbl maumeHTk — ATTKK,
MMapoKCU3MalIbHAs XeJTyI0UKOBask TaXUKapaus ¢ CUHKOITAJb-
HBIMM COCTOSIHUSIMM — YIJIOCh BBISICHUTh TOJIBKO MPU 3aMpoce
MEIMITMHCKOI ToKyMeHTalmu B DenepabHOM rocyIapcTBeH-
HOM OIOMKETHOM yupexxneHnu «HalroHaabHbIA MeIMKO-X1-
pypruudeckuii Llentp umenn H.U.[TuporoBa» MuHucrepcrsa
3npaBooxpaHeHust Poccuiickoit denepatiny, rioe rmiaHUpoBa-
JIOCh OMEepaTUBHOE BMEIIATEIbCTBO M UMIUIAHTALIMM KapIKoO-
Beprepa-aedudpusitopa. Takum 00pa3oM, IMarHOCTUYECKUIA
TTOVCK OBUT HATIPABJICH B CTOPOHY BEPOSITHOTO HACJIEICTBEHHOTO
320071eBaHMSI.

OKI'-npusznakamu ATTKK gBisiioTcst HUBKUI BOJIbTaX,
ymmpeHue Komriekca QRS B TIpaBbIX TPYIHBIX OTBEACHUSAX
ot 0,10 mo 0,11 ¢ 3a cyeT HernoJHOI OJ0Kaabl MPaBOi HOX-
K1 mydyka ['vica u peBbInatoniee mmpuHy QRS B oTBeIeHUN
V, > 0,25 ¢, Hanuuue £-BOIHBL B KOHLIE KoMILiekca QRS B ripa-
BBIX TPYIHBIX OTBEICHUSX, HAPYIIIEHMS TIPOIIECCOB PETOJISIPH-
3auu Muokapzaa (puc. 6).

ITo manHbIM upecnuieBogHoi DxoKI BhIsIBIeHa auiaa-
Tauust u chepuueckast popma 2K, ucToHueHUE ero CTeHKH,
runepTpodus TpabeKysn u MoneparopHoro mmydyka IT2K. JlaHHbIx
3a 1e(heKThl MEXCKETYTOUKOBOM U MEXIIPENCEPAHOM Meperopo-
ITIOK HE BBISIBJICHO.

ITposeaeHo monutopupoBanue DKI nmo Xonrepy Ha poHe
Tepanuu cotatoyioM 80 MI' B CYTKH, TP KOTOPOM 3aperrucTpu -
pOBaHO > 3 THIC. JKEJIYAOYKOBBIX 9KCTPACUCTON, B T. 4. TIOJIH-
MOP®HBIX, TAPHBIX, IPYMIOBBIX MOJUTOIHbBIX, B CBS3U C 3TUM
[103a coTajiona yeeandeHa 1o 120 mr B cytku (puc. 7).

[To maHHBIM MarHUTHO-PE30HAHCHOM TOMOTpachUM cepaia
C KOHTPACTUPOBAHUEM MOATBEPKACHBI U30JIMPOBAHHAS IMJIa-
tauust [12K v uctoHueHue ero creHku (puc. 8).
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Puc. 7. JaHHbIE 3JIeKTPOKapAMOrpaMuecKoro MOHUTOPUPOBAHUS 110
XonTepy: XKeayoouKOBbIE SKCTPACUCTObI
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Figure. 7. Holter electrocardiographic monitoring data: premature ven-
tricular contractions

[Tpu kopoHapoaHrrorpaduu CTEHO3UPOBAHUST KOPOHAPHBIX
apTepuii He 0OHapyXeHo (puc. 9).

[pu ynbpTpa3ByKOBOM HCCIeI0BAaHUN OPIOIIHON TTOJIOCTU —
yMepeHHast rernatoMeranusi, ubdy3Hbie U3MEHEHNsT TapeHXU -
MaTO3HBIX OPTaHOB.

[To pe3ynbraTam aHaIM30B KPOBU OTMEUEHO MOBBILIEHUE
¢epMeHTOB neueHu (alaHMHaAMUHOTpaHcdepasa, acraprar-
aMuHOTpaHcdepasa, TaKTaTIeTuAporeHasa, Y-TIoTaMIITPaHC-
TenTUaa3a), B JaTbHEHIIIeM TaHHbIe TTOKAa3aTe I HOpMaJTn30Ba-
nuck. Takum 06pa3om, KITMHUKO-WHCTPYMEHTATbHASI KAPTUHA
yKiaaabpiBajiach B nuarHo3 cemeitHas AITKK, xeaynoykoBbie
HapyLIeHUs] pUTMa cep/ilia BBICOKMX Ipafallnii.

O Hanmuuuu AITXKK cBuneTenbcTByIOT BbIsIBJIEHKUE 2 00JIb-
ITUX KPUTEPUEB, 1-TO OOJBIIOTO U 2 MAJIBIX MU 4 MaJIBIX KPU-
TepueB (cM. Tabmuiy) [5].

Puc. 8. JlaHHbIe MATHUTHO-PE30HAHCHOM TOMOTpaduu cepiia ¢ KOH-
TPACTUPOBAHUEM: U30JIMPOBAHHAS OWJIATALUSl U UCTOHUYEHUE CTEHKU
MPaBOro XeJyl1ouka

Figure. 8. Magnetic resonance imaging of the heart with contrast: iso-
lated dilatation and thinning of the right ventricle wall
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Puc. 9. lanHble KopoHapoaHTuorpacduu cepaia

Figure. 9. Coronary angiogram

Tabauua

Kpumepuu apummocennoii kapouomuonamuu npaeozo yHceayoouxa

Kputepun BonbLume npusHakm

Table
Criteria for arrhythmogenic right ventricular dysplasia

Manbie npusHaku

nobankHas 1 [ unn pernoHanbHas
AVCHYHKUMA U CTPYKTYPHbIE
U3MeHeHus

3HauuTenbHas aunartaums u cHxkenne ®B MK
TIPY OTCYTCTBUM UNN TONbBKO HE3HAYUTENbHOM yxyaweHun MK

YmepeHHas obwas gunarauus MK v / unu cHkerne ®B
npv HopmanbHoM /DK

TNokanbHble aHeBpuambl MK (akMHeTMYHbIE
UNU ANCKUHETUYHBIE 30HbI C AUACTONMYECKUM BbiGyXaHueMm)

YmepeHHas cermeHTapHas aunarauus MK

3HauuTenbHas CerMeHTapHaa gunatauyusa MK

PernoHanbHas runokuHesus MK

XapaKkTepucTuKka TKaHU CTEHOK

3awmelLeHe CoeANHNUTENBHOM TKaHW MUOKapAA KMPOBOW TKAHBIO

AHomanuu penonsipusauum /

€-BonHbl unu nokanbHoe yBenu4eHue AnUTeNbLHOCTH

WxBepcus T-BonHb! B NpaBbix V, U V, rpyAHbIX OTBEAEHNSX
Yy NauvMeHToB cTapLue 12 neT npu oTcyTCTBNM GNnoKaabl NpaBoi
HOXKM ny4ka Mmca

Aenonspu3amm Komnnexca QRS B NPaBbIX rpyAHbIX OTBEAEHUAX
Mo3pHue NOTEHLMANbI XenyAouKOB
KenypoukoBasi TaXuKapasi C NOCTOSIHHOM WM TPaH3UTOPHOM
Gnokapoi neBoit HOXKK ny4ka M'mca no fanHbIM KT,
ApuTMum - CYTOYHOTO MOHUTOPUPOBAHUA M NPOBLI C Harpy3KoW

Yacras xenypoukoBas akcTpacucronus (> 1 000 B cyTku)

CeMmeliHbli aHaMHe3

HacnepcTBeHHbII XapakTep NaTonorum, NOATBEPKAECHHbIN
[DaHHBIMU ayTONCUN NN NPY onepaLium

BC popctBeHHuKkoB Monoxe 35 net npu npeanonaraemoit AMKK

[laHHble cemMeitHOro aHamHe3a (KnMHUYeCKUi AuarHos,
OCHOBaHHbII Ha HaCTOALMX KPUTEPUAX)

Mpumeyanme: OB - pakuws Beibpoca; MK — npasbiii xenynouek; JIK - nesbii xenynouex; BC - BHe3anHas cmepts; KT - anexpokaauorpadins; AMKK — aputmoreHHas npasoxenynoqkosast

Kapauomuonarua.
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BBISBIICHBI OOJIBIINE KPUTEPUH TUATHO3A:
*  Hajuuue e-BOJHBL, QRS V —V, 110 mMc
* BoIpaxeHHas muchyHkims [1K (munatanus, cHiokenue @B

IT2K, uctronyeHue CTeHKM)

MaJtble KpUTEpPUU AUATHO3A:

*  cJIy4ail BHE3aITHOM CepIeYHO CMEPTH B MOJIOJIOM BO3pacTe

(y orua)

*  KJIMHWYeCcKU nokazaHHbIN ciaydait ATTXKK (y cectpsr)
* yacras XKeJlyIouKoBasi aKcTpacucTosivs (> 1 Thic. 3a 1 cyTKur)

[TarmeHTKe Ha3HaUeHa Tepanus cotanosoM 120 Mr B CyTKH,
no3aptaHoM 100 Mr B CyTKH.

BosbHas KOHCYIBTUPOBaHA B ApUTMOJOTMYECKOM LIEHTpPE
denepaabHOIO rOCYIapCTBEHHOTO OIOMKETHOIO YUPEXKICHUS
«HainmoHanbHbBIM MEAUIIMHCKUI MCCIEeA0BAaTEbCKUI LIEHTP
Tepanuu U MpoduIakTUIEeCKO MeauIIMHbl» MUHKCTEepCTBA
3npaBooxpaHeHns Poccuiickoit Denepariin, MOATBEPKIEH -
arHo3 cemeiiHas ¢opma AITXKK. Tam ke eit UMIUIAaHTUPOBAH
JIByXKaMepHbII KaparuoBepTep-aehrOpUUISTOD C LETbIO TTPO-
(bmmakTMKKM BHE3aIMHOM cepaeyHoi cMepTH. [lmanupyeTcst nH-
CTPYMEHTaJIbHOE ¥ TEHETUYECKOE 00C/IeIOBAHKE YJICHOB CEMbH.

Hab6monaemas 6obHasI M ee cecTpa MmoayvyaroT KOM-
OMHMPOBAHHOE JIEYEHUE U HAXOASTCS B KIMHUKE HA IU-
CIIAHCEPHOM YYeTe.

3aknioyeHue

Takum o6pazom, npu nuarHoctuke AITXKK cremyer
VUIUTHIBATh, YTO 3a00JIcBaHNE MOXKET BCTPEUAThCS KaK
Yy My>X4YMH, TaK 1 Y K€HIIIMH pa3HOro Bo3pacTa. J{marHo-
CTUYECKUE KPUTEPUU TaHHOTO FeHETMYECKOro 3a00JieBa-
HUSI MHOTOUYUCJIEHHBI, TO3TOMY OOHapyXeHUE KIPOBOTO
3aMelIeHMs TKaHW 10 JaHHBIM MarHUTHO-PE30HAHCHOM
Tomorpadun He IBIsSETCS 00s13aTeIbHBIM U TeM 0oJiee
OIHO3HAYHBIM MPU3HAKOM IPU YCTAHOBJIEHUU AUArHo3a.
BaxHoe 3HaueHue npuaaetcs oleHke cocTostHus TT2K
u ananuzy DKI'. 2KeTymoukoBbIe apuTMUN, KaK TIPaBUJIO,
MIPUCYTCTBYIOT BCETa 1 Yallle BCETO MHULIMUPYIOT THar-
HOCTHUYECKUM IMMOKUCK, HO MOTYT YXOJIUTh Ha BTOPOU ITIaH
KJIMHUYECKON KapTUHBI, €CJIU BEAYLIUM KIMHUYECKUM
MIPOSIBJICHUEM BBICTyHAaeT «HeoObsicHUMasT» [12K-Hemo-
CTaTOYHOCTH. BrICOKOMH(OPMATUBHBIM METOIOM BEPH-
dukauun ATTKK sBnsiercst 6uoncust Muokapaa.
Jleuenue AITKK, ocobeHHO ¢ cuMOTOMaTU4YECKO
TT2K- unu OMBEHTPUKYISIPHON HEAOCTATOUHOCTHIO, JOJIXK-
HO OBITh KOMIUICKCHBIM — MEIMKaMEHTO3Has Tepartus
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