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CLINICAL CHARACTERISTICS OF THE “HOT PHASE” OF ARRHYTHMOGENIC CARDIOMYOPATHY
IN A PEDIATRIC PATIENT
0.A. Kofeynikova, D.Yu.Alekseeva, S.G.Fetisova, E.V.Yakovleva, O.L.Peregudina, T.L.Vershinina,
A.A.Kostareva, E.S.Vasichkina
Almazov National Medical Research Center, Russia, Saint-Petersburg, 2 Akkuratova str.

This article describes a rare clinical manifestation of arrhythmogenic cardiomyopathy in a 13-year-old boy - the
“hot phase”, characterized by severe chest pain and a significant increase on a level of troponin 1. The clinical case
demonstrates the difficulties of the differential diagnosis of this disease and an importance of an integrated approach to
examination of the patient, including cardiac magnetic resonance imaging and genetic testing.
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AputmorenHass  kapauomuomnatus  (AKMII) -
BPOXKACHHAs TaTOJIOTHsI, KIMHUYECKasi KapTHHA KOTOPO
BeChbMa pazHooOpa3zHa: OT OECCMMNTOMHOIO TEYECHUS JI0
BHe3amHoU cepneunorr cmeptu (BCC). Cnemyer otme-
TUTb, YTO 32 TOCJIE[HHE TOJbl KOHLEMIHUS 3a00JeBaHMs
IpeTepriena CyniecTBeHHbIe u3MeHeHus. Y eciu Ha 3ape
W3YYEHUS] HO30JIOTUHM CUHUTAIIOCH, YTO 3TO MCKIOUYHTEIb-
HO 3aboneBanue npasoro xenygouka (I1DK), uro Hamuio
OTpakKEHHE U B Ha3BaHWU OOJIE3HH «apUTMOTECHHAs JIUC-
rutasust [DK», To HaKkoIuIeHHbIE JaHHBIE O BOBJICYEHHOCTH
Kak JIEBOT0, TaKk ¥ 000X JKETYJOUYKOB B MATOJIOTHYECKHHA
npouecc crnogasurv B 2019 rony k co3maHuio paboueid
rpymnmoit O6uiecTBa cepIeqHOro puTMa OOHOBIICHHBIX pe-

KOMEHJALWH 10 JIMarHOCTUKE, CTpaTU(QUKAIMU pUCKA U
JICYSHUIO JIAHHOTO 3aboJyieBanHust ¥ (popMHUPOBaHHUIO 00IIe-
ro Tepmuna - AKMII [1]. HaubGonee 4acto y manueHToB
O0TMEYaloTcsi 0OMOPOKH, y4allleHHOE cepAleOneHne, Ipu-
3HAKU XPOHHYECKOU cepaedHoi HepocrarouHoctd (XCH)
[1]. Kpome Toro, panaue mposiBieHust AKMII ocobenno
y MeAMaTpUYecKHUX MAaI[eHTOB MOTYT BKJIIOYaTh TaK Ha-
3bIBAEMYIO «TOpsdyio (a3y», MPOSIBISIONIYIOCS OONbIO B
TPYJH 1 BBICBOOOXKIEHHEM MHOKAPIHaJIbHBIX (EPMEHTOB,
ocobenHo Tpornonuna I [2-5].

BriepBbie TepmMuH «ropsiuast (haza» ObLT UCIIONB30BaH
B 2007 roxy Cen-YHoynxpu ¢ coaBTOpaMH MpPU ONMHUCAHUU
KJIMHUYECKOM KapTHHBI oOocTpenust 3aboneBaHus [2].
TeM He MeHee, Ha CErOAHSANI-
HUIl JleHb B JUTepaTrype OIH-
caHbl MO0 eAMHWYHBIC Cllydan
[6], mubO Maibie KOTOPTHI Ma-
L[UEHTOB, MEPEHECIINX JaHHbIE
cumnromel [2-5, 7-12]. Jlan-
HBIE CHCTEMaTH4YecKoro 0030-
pa, IPOBECHHOTO YUYEHBIMH U3

[Tagyanckoro yHHBepcuUTETa B

2022 romy, B KOTOpbIE BOILUIN

103 manumeHta ¢ «ropsucii da-

Puc. 2. Dxoxkapouozpagus nayuenma: a - uemovlpexkamepHnas no3uyus, o - na-
PAacmepHanbHAA ONUHHAA 0Cb, 8 - NAPACMEPHATILHAA KOPOMKASA 0Cb, 2 - 08YXKA-
MepHaA no3uyus.

Puc. 1. dnekmpoxapouozpamma nayuenma 6 MOMeHm RPUCMYNA YUAUEHHOZ0
cepoyeouenus. Taxukapous ¢ wmuupoxkumu komnaexkcamu QRS ¢ UCC 250 ¢ mun.

30i» w3 9 wuccnenoBanui [3],
OIuCalH PeLUANBUPYIOMINI
Xapakrep 3Toro (peHomeHa. Tak,
Yy HEKOTOPBIX MaIMeHTOB OO0JIb
B TPyAH C BBICBOOOXKIECHUEM
MHUOKapAHaIbHBIX  (hepMEHTOB
BO3HMKaJIa 0ojiee OIHOTO pasa
(MakcuMyM 6 3aperucTpupoBaH-
HbIX 5mu3010B). Ilo pesynbra-
TaM CHCTEMaTHYeCKOro 0030pa
OTMEYEHO NpeodiajaHue TaKoro
COCTOSIHMSI y MAlUEHTOB MYXK-
ckoro nona [2, 5]. UuTepecHo,
4TO0 Hamboliee YacTo «ropsyue
(da3pl» OBLUIM OMUCAHBI Y JIUI]
MoJozioro Bo3pacra [4-5, 7]. Tlo
cooOmmennto MaptuHea u coas-
TOPOB CAMOMY MaJICHHKOMY Ma-
LIUEHTY, TepeHecIIeMy JIaHHbIN
¢denomen, ObuTO Bcero 2 roxa
[5]. Ananu3 nurepaTypsl cBH/IE-
TEJILCTBYET, YTO SMH30/IbI KTOPSI-
4yell (a3bD» MOTYT BCTpPEUATHCS
npu o0bIx henornnax AKMII,
OJIHAKO TPEHUMYIIECTBEHHO - Y
MAIMEHTOB C JICBOJOMHHAHTON
dopmoii 3aboneBanus [5, 7-10].
Kpome Toro, oOHapyxeHa acco-
Uanus 3Toro eHomMeHa ¢ My-
TalMsIMU B ONPEJEIICHHBIX Te-
Hax. Tak, mytanuu B reae DSP
SBJISIIOTCSL  HamboJiee  pacrpo-
CTpaHEHHBIMH Yy TMAIMEHTOB C
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«ropstueit azoii» [11, 13]. Takxke B nuTepaType npeacTas-
JICHBI ATH30/IbI 3TOT0 ()CHOMCHA y OOJIBHBIX C MyTaIUIMU
B renax PKP2 u DSG2 [3, 5, 7].

Hepenko siBisisich 1e0r0TOM 3a00JIEBaHUS «ropsidast
(haza» MOXET 3aTPyIHATh AUATHOCTHYCCKUI Touck [4]. B
9TOM CTaThe MPEICTABICH KIIMHIUUCCKUHN CITydail pa3BUTHSI
«ropstuedt gazpry AKMII y mampenTa nerckoro Bospacra
U OMKCAHBI TPYAHOCTH UG GEPEHIINATBLHON JUATHOCTHKHI
3a00JICBaHuUs B MPUCYTCTBUU TaHHOTO (DEHOMEHA.

Hayuenm I, 13 nem, 6vu1 eocnumanu3upoéan 6
omoejerue 0emckol Kapouoiocuu u MeOUYyuHCKou pea-
ounumayuu DPI'LY «HMUI] um. B.A.Armazoea» Mun-
30pasa Poccuu enepsvie 6 sinsape 2022 2. ¢ scanobamu
Ha yuaweHHoe cepoyeduerue, bonu 6 obracmu cepoya,
cnabocms, 0OHOKPAMHOE CUHKONATbHOE cocmosinue. M3
anamuesa 3abonesanus uzeecmuo, umo 6 aszycme 2021 .
60 8peMs e30bl Ha 8enocuUnede 8 HapKylo no2ody nayueHm
nomepsii co3nanue. Yepes Heckonbko OHell y ManbuuKa no-
SABUNUCHL HCATOObL HA NPUCTHYN
VUAWEeHHO20 cepoyedueHlsl, He- | ;

CASE REPORTS

namonoeuu. Ilo nabopamopuvim OAHHLIM OMMEYANCS
evicoxutl ypogerwb NT-proBNP 0o 929,70 ne/mn (nopma
<370,00 ne/mn) u mpononuna I 0o 37,8880 ne/mn (nop-
ma 00 0,0340 ne/mn), ocnanumenvHble MAPKePbl HAXO-
ounuce 6 npedenax peghepencnulx snavenuil. Ionumepas-
Hasl Yyennas peakyusi Ha KapouomponHvle UPYcol (6Upyc
Onwmetin-bapp, supycol npocmoeo eepneca 1 u 2 munos,
eepnec-supyc uenosexa 6 muna, Ilapsosupyc B19) ovina
oOMpuUYyamenvbHoll.

Ilo oanneim DKI peeucmpuposancs curycogulil
pumm ¢ YCC 60 6 mun, ommeuanocey YOJIuHeHue unmep-
sana PQ oo 200 mc, pecucmpuposanace noinas 610kada
npasoul nodcku nyuxka Tuca (IIBITHIIT) ¢ QRS 130 mc.
Ilo CM-OKT ommeuena pedkas MOHOMOPDHAsL dHcery0oH-
KOBAsL 9KCMPACUCTNONUSL, d MAKICE NAPOKCUMbL MOHO-
MOP@HOU dHCeyOOUKOBOU MAXUKAPOUU U3 BLIXOOHO20 O~
dena IDK, umo sensemces manvim kpumepuem AKMII no
Task Force Criteria 2010 [14]. ¥V nayuenma 6viiu 3ape-

npusmusie OuyueHus: 8 2pyOHOU
KliemKe, MHO2OKPAMHAs PEOMA.
Ilo oannvim  snexkmpokapouo-
epammul (OKT) zapecucmpupo-
6aHA MAXUKAPOUSL C WUPOKUMU
xomnaexcamu QRS ¢ yvacmomoii
cepoeunvix cokpawenuil (4CC)
ceviute 250 yoapos 6 mumymy
(puc. 1). I[Ipucmyn maxuxapouu
ObLL  KYnUpoBan npogeoeHuem

avR
NEKMPUHECKOU — KapOuogepcuu WJ
paspsioom 160 e (4 []ic/ke).
Ilpu obcredosanuu nayu- £l :
a

eHma no Mecmy JHCUMenIbCmea
obpawjanu Ha cebs 6HUMaHUe No-
svluennblil yposenv NT-proBNP
00 16308 ne/mn (nopma <370,00
ne/mn). Ilo danneim DKI om-
Meuanucsy ompuyamenvHule
3yoyvl T 6 omeedenusix VI-V4. ]
o dannvim cymounoeo momnu-
mopuposanus IKI' (CM-OKT')
Pecucmpuposanacs peoxas dice- : )
YOOUKOBASL  IKCMPACUCONUS,
npu  npoGedeHul  XOKapouo-

epauu  (OxoKI) namonoeuu ‘

evis6ieHo He Ovlio. Crnedyem L &/
NOO4epKHYMb, YUMo y nayueHma U
oOmecymemeosan  OmseoweHHbl
cemetinvlii  anamues no BCC.
Ilo mecmy orcumenvcmea Ovina
HA3HAYEHa AHMUAPUMMUYECKas
mepanusi NPONAgEeHoHoM U na-
yuenm Obll Hanpaeiex s 00- : i
cnedosanus 6 DPIBY «HMHUI] | 5,481 A
um. B.A.Anmazoea» Munzopasa i
Poccuu.

Ipu nocmynnenuu 6o epe-
M pusuKkanbHo20 ocmompa y
nayuenma ommeuanacb opa-
ouKkapousi, 6 oCmMaibHOM - 0e3

I
|
L

i EE = s sy

Puc. 3. Dnekmpoxapouozpamma nayueHma 60 epems INU300a 601u 6 zpyou.
Pumm cunycoswtii ¢ YCC 64 ¢ mun. Ilonnas énokaoa npasoii noxcku nyuka I'uca.
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2UCmMpuUpoBansl NO30HUE NOMEHYUALbL HCETYOOUKO8, YUMo
maxoice omuocumess k manromy xpumepuio (lask Force
Criteria 2010) [14].

Ilo pezynomamam OxoKI' 6 uemvipexxamepHou no3u-
yuu 6vina eviasrena ouramayus [DK (koneuno-ouacmonu-
yeckuti pasmep 38,2 mm, Z-score 2,8), a maxaice ounama-
yus 8bIx00H020 omoena [IDK no kopomkou u OMuHHOU OCu
(PLAX/BSA=20,8 mm/m?, PSAX prox=20 mm/m?). Oonaxo,
Hapywenue COKpamumenbHoll CHOCOOHOCMU U VY4ACIKU
OUCCUHXPOHUU, OUCKUHE3UU U/UTU AKUHE3UL OOHAPYIHCEHbL
He bbLiu (puc. 2).

B xoo0e eocnumanuzayuu y nayuenma nosigunucs
JHcanobvl Ha npucmynst 601U 8 3a2PYOUHHOL 0OIACMU, CO-
NPOBONCOAIOWUECS. BbIPANCEHHBIM NOBLIULEHUEM YDOBHS
Kapouocneyuguueckux epmenmos, 0cooeHHo mponoHu-
Ha 1 00 232,744 ne/mn. llpu ¢usuxarvhom ocmompe 60
epems 6011e6020 CUHOPOMA 2EMOOUHAMUKA OCABANAC
cmaounonou: A/ 115/75 mm pm.cm, YCC 60 6 munymy,
monvl pummuunsvle. [lo dannvim IKI™ 6 momenm osucanobd
Hapywenus pumma He 3ape2ucmpuposansl. Jlocmosepuas
oyenka uwemuyeckux usmenenuti Ha IKI Ovina 3ampyo-
HeHa 6 ceszu ¢ Hanuduem IIBITHIIT (puc. 3).

Puc. 4. Koponapoanzuozpagusa nayuenma. Koponapuwvie apmepuu oe3 ancuozpa-
uueckux npuzHaAK08 AMeEPOCKIEPOMUUECKOZ0 NOPANHCEH U, TOKATbHBIX CHIEHO-

306 nem. Kposomok yooenemeopumenshuotil.

Puc. 5. Pe3ynomamuol MazHumHo-pe30HaAHCHOI momozpaghuu cepoya ¢ KOHmpa-
cmuposanuem.

e9

C yuemom nanuyus KIUHUYECKOU KAPMUHBL OCIPO20
koponaproeo cunopoma (OKC) 0ns uckuouenus namono-
2uu KOpOHApHBIX apmeputl, nayuenmy Oblid GbINOIHEHA
cenekmugnas KopoHapoanasuozpapus, no pe3yivmamam
KOMOPOU NAmoi02U4ecKuUx UMeHeHUll KOPOHAPHBIX ap-
mepuil 6vis81eHO He ObL1o (puc. 4). besycnosno, dannoe
cocmosnue mpebosano uckmovenus He monavko OKC.
Juppepenyuanvrolii kpye OUazZHOCMUKU MAKJiCe BKIIOUAL
«eopsuyio gpazyy AKMII, ocmpwiti muokapoum.

s ougghepenyuanvhotl OUASHOCMUKY MATBYUKY
OvLIa maxoice NPosedena MaAzHUMHO-PE3OHANCHASL MOMO-
epagusi (MPT) cepoya c konmpacmupoganuem. Boliu 6bis16-
senvt MP-npusnaxu ounamayuu IIDK (65x40 mm, koneuro-
Juacmonuyeckuu 0ovém 84 mu), a makdice cHUdNCEHUE CO-
KpamumenbHoll CROCOOHOCIMU U pacnpocmpanenuvie Qu-
6posnvie usmenenust 6 muoxapoe IDK. Taxum obpasom,
ovi1 ooHapysicen 1 Oonvwon kpumepuiti MPT coenacho
Task Force Criteria 2010 [14] (puc. 5).

Ilposedenue sHOOMUOKAPOUATbHOU OUOnCUU OBLIO
02PAHUYEHO 8 CUTLY OEMCKO20 BO3PACMA NAYUCHIA 6 CES3U
€ BbICOKUMU PUCKAMU OCTONCHEHUL NpU NPOBEOeHUU UC-
cnedosanus. Taxum 06pazom, no pe3yibmamam npoeeoeH-
HbIX 00cNe0osanull yoeoumenv-
Hoix Oannvix 3a OKC, ocmputii
MUOKAPOUM NOTYUEHO He ObLIo.
Hanuuue 2 manvix u 1 6onvuiozo
kpumepueg coanacto Task Force
Criteria 2010 e nozeonuno ycma-
HOBUMb 00CMOBEPHDILL OUACHO3
AKMII [14].

s nOOMEEPIHCOCHUsL
2eHemu4eckol  npupoosl  3a-
bonesanuss  nayuenny  OvL1O
nposedeno  eeHemuueckoe 00-
cnedosanie  Memooom — cekee-
HUPOBAHUSL HOB020 NOKONEHUs
¢ nocredyrowel  eanuoayuen
no Coneepy. V nayuenma 6vina
8bISIBNICHA  BEPOSIMHO-NATNO2EH-
nas mymayus 6 ecene DSG2
(NM _001943.5:¢.146G>4),
Umo NoO360JUN0  NOOMEEPOUMb
oJuaenoz AKMII, a oannoe co-
cmosiHue OblIo0 PACYEHEHO KaK
nposignenue  «2opaveti  pasvl
AKMII». B ounamuxe y nayuen-
Ma ommedanocs Kynuposauue
6016020 CUHOPOMA U HOPMATU-
sayust ypoes. mpononuna 1. O0-
HAKO 3HAYUMETbHBIX UMEHEeHUl
no oaunvim CM-DKI u Oxo KI'
He OmMeuanocy.

Yuumuieas eospacm na-
yuewma, Hanuyue 8 aHAMHe3e
yemouyueou KT,  cunxonanv-
HO20 COCMOSHUA, A MaKice
CHUDICEHUsL — COKPAMUMENbHOU
cnocoonocmu IDK y 6onvHo20
bbLIU onpedenenvl abconomHmble
NOKA3aHUSL K UMNIAHMAYUY Kap-
oJuosepmepa-oepubpuiismopa
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(UK [1, 15]. B kauecmee anmuapummuyeckou mepa-
nuu ObLI HA3HAYEH COMAREKCA U NPOBOOUNLACH KOPPEKYUs
cumnmomos XCH ouypemuxamu u uneubumopamu AIlD
(Onnepenon u Suananpur).

K nacmoswemy momenmy y nayuenma ne 6bvL10
3ape2ucmpuposano peyuousos «zopsadetl gasvly, cpabda-
moteanutt UK/, Ilo oannvim CM-DKI na ¢gomne nposgo-
OuMoOll mepanuu OMCymcmeyem HaApacmanue 3Kmonu-
yeckou akmusnocmu. OQonaxo, no pesynemamam IxoKI
ommeueHa ompuyamenbHas OUHAMUKA 8 UOe HAPACMA-
nue ounamayuu IDK: xoneuno-ouacmonuyvecxuil pasmep
6 npumournom omoene yseauuuics ¢ 38 0o 39 mm (Z-score
¢ 2,68 0o 2,88), PLAX/BSA ¢ 20,8 do 20,9 mm/m?, PSAX
prox ¢ 20 0o 22,4 mm/m2 u He3nauumenbHOe CHUICEHUE
TAPSE 6 ounamuxe (c 24 0o 20 mm). Pebenox npodon-
arcaem noxyyame noaukomnonenmuyio mepanuio XCH, a
makoice aHMUapumMMU4ecKull npenapam u Habaoamscs
8 Haulem yeHmpe.

OBCYXIEHUE

«Topstaas aza» sBisgeTcs BecbMa PEAKUM IIPOSB-
neauem AKMII [3]. BeposaTtHo, 3T0 00yCIIOBICHO TeM,
YTO 3TOT (PEHOMEH MOXKET OBITh CaMBIM PAHHUM IIPO-
seaenueM AKMII, korga y MmamueHTOB OTCYTCTBYIOT
CTPYKTYpHbIE M3MCHEHHUSI B CEpJIE, XapaKTepHbIC IS
JTAHHOTO 3a00JIeBaHMSI, U MAIIMECHTY OIINOO0YHO CTABUTCS
HEBEpHbIM AuarHo3. Tak, HEKOTOPBHIM OOJBHBIM B IEp-
BOHAYaJIbHOM 3aKIIIOYEHUH OBITH OMHMCAHBI TAKWE MaTo-
JOTHM KaK OCTPBIM MHOKapIHT, OCTPBIH MHPAPKT MUO-
Kapyna 0e3 MOopakeHHs KOPOHAPHBIX apTEepHH, OFHAKO,
BriocneacTeun Oblna quaraoctuposana AKMII [3]. Kpo-
M€ TOro, NMaTo(u3NOJIOTHIECKass WHTEPIPETALUsI 3TOTO
KJIMHUYECKOTO MPOSIBICHUS JI0 CHX ITOP OCTAETCS 710 KOH-
1a HenzydeHHoi. CreayeT moq4epKHyTh, 9TO C MOMEHTA
TIEPBBIX OMHMCAHMN 3a00JIEBAHUS 33JyMBIBAINCH O POJIN
BocnaieHus B natoreneze AKMIIL. Tak, eute B 1990 rony
HEKOTOPBIE aBTOPHI MPEATIONIAraiy, 4YTO BOCIAJICHUE MO-
JKET OBITH MPOBOIHPYIOIKM (pakTopoM pa3Butus AKMIT
[12]. B mHacTosmiee BpeMs MPUACPKUBAIOTCS MHEHUS,
4T0 Ae(PeKT B JECMOCOMHOM TEHE IpEeapacIoiaraeT K
ru0enu MHUOLMTOB, a 3HAYUTEIbHAS TOTEPS MHOLMTOB
MOJXKET CONPOBOXKIATbCA BOCHAINTEIBHOW peakIuei,
YCUJIMBAIONIEICS BTOPUUHOM UMMYHHOH peakuuei, 4To
KJIMHUYECKH XapaKTePU3yeTCs Kak «ropsidas ¢aza» u sB-
JSETCs TEePBEIM MpHU3HAKOM 3a0oneBaHus [2-3]. Baxuo
OTMETHTb, YTO HCCJICAOBAHUS HA MBIIIMHBIX MOJEISIX
MoATBepAMIIH, uTo BocnajgeHue npu AKMII moxer npen-
IIECTBOBATh BO3HUKHOBEHHIO SIBHBIX I'MCTOJIOTHYECKHUX U
ANEKTpUYECKUX aHoMmanui [16].

YunThIBas BBIIICONUCAHHOE, KpalHE TPYJHO HA
paHHUX cTaausIx 3a0oseBanus oMUUTh TeueHne AKMII
OT OCTPOTO MHOKap/AnTa. B HameMm KIMHHYECKOM CIlydae
MIPUCYTCTBOBAJIO HECKOJIBKO ACHEKTOB, MO3BOJISIONINX HC-
KITFOYUTh TEUCHHE OCTPOTO MUOKapauTa. Bo-mepBbIx, OT-
CYTCTBOBaJIa CBsI3b KapIUaJIbHBIX CHMIITOMOB U kKajno0 ¢
TIEPEHECEHHOM OCTpOi MH(EKIHeH, Takke ObII MOIydeH
OTPUIATENILHBIM PE3yJbTaT MOINMEPA3HO-LETHOW peak-
LMY Ha KapAHOTPOITHBIE BUPYCHI. Bo-BTOpBIX, HE HAOIIO-
JIaJIoCch TOBBIIICHUSI MapKepoB BOCHAJICHUS. B-TpeTpux,
MPT cepaiia ¢ KOHTPACTUPOBAHMEM HE BBISIBHIIA «KIIACCH-
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YECKHX» NPU3HAKOB MUOKAP/IUTA, TIPH 3TOM OBLTH OOHApY-
>keHbl MPT-npuznaku AKMIT [1, 17-18].

JpyruM OCTpBIM COCTOSHHEM, C KOTOPBIM MBI IIPO-
Bogmin nuddepennmansuyo auarnoctuky, osur OKC.
CrnenyeT OTMETHUTb, UTO Y HEKOTOPBIX MalUEHTOB C KTOPsi-
yel (a3oii» 1Mo JaHHBIM JIUTEPATYPbl PETHCTPUPOBAIHCH
m3menenuss OKI' B Bunme anomanuii cermenta ST [2-3].
OpHaxo, TOCTOBEPHAsl OIIEHKA UIIEMUUYECKUX U3MEHEHUH
B IIPE/ICTABJIICHHOM clly4yae Obliia 3aTpy/IHEeHa BCIICICTBHE
Hanuuus TIBITHIIT. OtcyTcTBHEe mopakeHHs KOpOHap-
HBIX apTepHii 10 JaHHBIM KOPOHAPOAHTHOTrpaduH M03BO-
nuno ucknounts OKC.

VYunteiBas Hamuuue y nauuenta ¢penoruna AKMII,
OBLIO NMPOBEACHO I'CHETHUECKOE UCCIIeI0OBAHUE, KOTOPOE
BBISIBUJIO MATOT€HHYI0 MyTanuto B rene DSG2. MyTtanuu
B JIaHHOM TI€HE MMEIOT JI0Ka3aHHYIO CBS3b C Pa3BUTHEM
AKMII [1]. Tem He MEHee ecTh CBEICHUS 00 accolua-
UM JTaHHOW MYTalluy ¢ pa3BUTHEM (PEHOMEHA «ropsaen
¢da3e» [3]. K coxaneHuro, K HACTOSAIIEMY BPEMCHH Ma-
JIOW3BECTHA POJIb «rOpsiueii (pa3pl» B MPOTrpeccHpoOBaHUN
3a00s1eBaHUsl U CTpAaTH(UKAIMH apUTMHUYECKOTO PHCKA.
HekoTopeiMu uccnenoBarensiMu OTMEYaeTCsl MOBBILICHHUE
AIIEKTPUYECKON HECTaOMIIBHOCTH MHOKap/a BO BpeMs Ta-
KHX 3MHU30/I0B, YTO HECOMHEHHO yBenuuuBaeT puck BCC
[3, 17]. Kpome Toro, oTMeyeHa accouUalusl «ropsiuei
¢aze» ¢ xyamum npornozom AKMII [3]. Crycrs ron
HaOIIOACHUS TTOCIIe MM30a «ropsiueil (asp y Haiero
ManueHTa JeiCTBUTEIbHO OTMEUEHA OTpHUIlaTeIbHAasl TH-
Hamuka B Bujie mporpeccupoBanus XCH. K coxanenuro,
MBI HE BCTPETHJIM B JIUTEpaType paboT MO H3YUYCHHUIO
BIIUSIHUS CTEIICHH MOBBIIICHUS YPOBHsI TPONMOHMHA | Ha
TeueHune 3a0oieBaHus. Hamnr JTUYHBIA OMBIT MTOKa3bIBACT,
YTO HE y BCEX MAlMEHTOB JAeTckoro Bo3pacta ¢ AKMII
MIPUCYTCTBYET ONMUCAHHBIA (DEHOMEH, OHAKO MAIMEeHTHI
¢ «ropsiueit Qaszoi» MMenn paHHUE Je00T U ObIcTpoe
nporpeccupoBanue 3aboneBanus [6]. [ToaTomy MbI Bce
JKe TpeJIonaraeM, 4to «ropsiyas gasza» - emie oauH Qak-
top pucka BCC u xynmero teuenuss AKMII. besycnos-
HO, HEOOXOJMMBI JaJIbHEHIIINE UCCIIEOBAHNS IO U3yde-
HUIO JaHHOTO KIMHHYECKOro ()eHOMEHa y MalMeHTOB C
AKMII Ha Goubl10ii KOrOpTe MalueHTOB.

3AKJIIOYEHHUE

Takum 00pa3oMm, MPENCTaBICHHBIN KIWHUYECKUI
cayuyaid pemoHctpupyer, uto AKMII B perckoMm BO3-
pacte MOXKET NpOTeKaTb IO MacKaMH APYrux 3a0o-
JIeBaHNH, YTO 3aTPyIHSET CBOCBPEMEHHOE BBISBICHHE
HaCJIC/ICTBEHHON MaToMoruu. be3ycnoBHO, CKpymyies-
HO COOpaHHBIH aHaMHe3 W TIHIATEJIbHOE 00CIIe0BaHHE,
BKJTIOYasi TEHETUYECKOE, TI03BOJISIET YCTAHOBUTH BEPHBIN
quarHo3. IlpmHMMas BO BHMUMaHHE Halll KIMHUYECKHH
OTIBIT, y TALMEHTOB MEAMATPUIECKOTO BO3pacTa ¢ Ooe-
BBIM CHH/IPOMOM B 00JIACTH cepJilia, COIPOBOKIAIOIIIM-
Csl TIOBBIIIEHHEM YPOBHS Kapauocmnenunpudeckux dep-
MEHTOB, B YaCTHOCTH TPOIIOHMHA I, clielyeT MOMHHTH O
TAaKOM T'€HETHYECKU-IeTePMHUHNPOBAHHBIM 3a00JIeBaHUN
¢ BeicokuM puckoM BCC, kak AKMII. Bo3moxHo, B Oy-
JyIleM IOHMMaHue NaTo()u3noIorHu (EHOMEHA «ropsi-
4elt ¢a3py y manuentoB ¢ AKMII pacmmput ropu3oHTE
B Tepaluu JaHHOTO 3a00JIeBaHNS.
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