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PE3IOME

ApurmorenHnas kapauomuonatus (AKMII) — renernuecku JeTepMUHUPOBAHHOE 3a00JIeBa-
HHUE ¢ BBICOKUM pUCKOM BHe3amnHoll cepaedHoil cmeptu (BCC). CnexkTp reHeTHYecKux Mmpu-
YUH JAHHOTO 3a00JIeBaHUS JIOCTAaTOYHO HMIMPOK M BKIIIOYAET MYTAllMU Kak B JECMOCOMHBIX,
TaK U HEJECMOCOMHBIX I'eHaX. IlonoKUTENbHBIN pe3yabTaT TeHEeTHYECKOro 00CiIenoBaHus
HCIOJIB3YETCS B KaUeCTBE JUArHOCTHYECKOT0 HHCTpyMeHTa y nanueHToB ¢ AKMII, mostomy
ero mpaBWIbHAs MHTEPIPETALns — OIUH U3 KIIOUEBBIX (HaKTOPOB MNEPCOHUPULIUPOBAHHOTO
MOJIX0/Ia K BEJICHUIO MAllMEHTa ¢ JaHHO# matonorueil. B 0630pe npejicraBieHbl 00001CHHBIC
COBpEMEHHBIE TIPEACTaBIeHNS 0 reHeTndeckoi mpupone AKMIIL.

KioueBbie ciioBa: APUTMOI'CHHAA KapAUOMHOIIATUA, BHE3allHasA CepACHYHass CMCEpPThb, I'CHO-
TUIIUPOBAHUC, 1E€CMOCOMA, NCTH.
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ABSTRACT

Arrhythmogenic cardiomyopathy (ACM) is a genetically determined disease with a high risk
of sudden cardiac death (SCD). The spectrum of genetic causes of this disease is quite wide
and includes mutations in both desmosomal and non-desmosomal genes. A positive result
of a genetic examination is used as a diagnostic tool in patients with ACM, so its correct
interpretation is one of the key factors in a personalized approach to managing a patient with
this pathology. The review presents generalized modern ideas about the genetic nature of
ACM.

Key words: arrhythmogenic cardiomyopathy, children, desmosoma, genotyping, sudden
cardiac death.
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Cnncok coxkpamenuii: AKMII — apurmoren-
Has Kapauomuonarus, buB — OuBeHTpUKyIspHasi,
BCC — BHe3anHas cepaeuHas cMepTh, JIJK — neBblit
xenynoudek, [1XK — mpassrit xxemynouex, CH — cep-
JieyHasi HeI0CTaTOYHOCTb.

BBEAEHUE

AKMII — 3aboneBanne ¢ (HuOPO3HO-KUPOBEIM 3a-
MEIIEHNEM MHOKap/ia, BEIyIIUM CHMIITOMOM KOTOPOTO
SIBJISIETCSL  COYETAHUE CTPYKTYPHBIX M IJIEKTPHUECKHX
aHomanmii cepaua [1-2]. Kpome Toro, nanHas matonorus
accoIMUpoBaHa ¢ KpaiiHe BeIcokuM prickom BCC [1-3].

[lepBoHaYanbHO CYMTATIOCH, YTO B MATOTEHE3 BOB-
nedeH wuckmountensHo [1DK, omHako B mociemHue
roJlbl KCCJCIOBAaHMS TOKa3alld BO3MOXKHOCTH TOpa-
skeHus u nesoro xenygouka (JDK) [3]. B nactosmee
BpEMs MPUHSATO BBIACIATh HE TOJBKO KJIACCUUYECKYIO
12K ¢popmy, HO 1 buBeHTpuKyIsipHbIe (buB) n JIXK de-
HOTUIIMYECKUE BapUaHTHI [3].

Huarnoctuka AKMII ocHoBana Ha MHOromapa-
METPUYECKOM TIOJXO/E, B OCHOBE KOTOPOTO JEKaT
TaHHBIE 00 AIEKTPOKAPIHOTPAPUICCKUX aHOMATHUIX
M JKEITYJOYKOBBIX HApYUICHHSX PHTMa, CTPYKTYp-
HBIX ¥ MOPGO]YHKIIMOHATFHBIX H3MEHEHUSIX CEeP/IIa,
a TAK)KE YYUTBIBAIOTCS CBEJCHUSI O CEMCHHOM aHaM-
Hese (HaciencTBeHHOCTH) [3]. CienyeT mog4epKHYTh,
YTO, B OTIWYHUE OT JPYTUX KAPIUOMHOMATHH, OJHUM
U3 «OCHOBHBIX» TMarHOCTUUYECKUX npu3HakoB AKMII
B HACTOSIIIIEE BPEMsl SIBIISICTCS WUICHTU(PHUKAIUS Y Ta-
[IUEHTA BEPOSTHO MATONCHHOW/IMMATOrEHHOW MYTAallUU
[4-5]. OnHako mepBBIE AUATHOCTHYECKHUE KPHUTECPHH,
npeaioxkeHHsle B 1994 rony, elie He yUYUTHIBAIU MO-
JIEKYJISIPHO-TEHETUYECKYI0  TIPUPOAY  3a00JIeBaHUS

DSG:

[6]. Jlmmpb B 2010 roxy npu nmepecmorpe Task Force
Criteria 1994, B kauecTBe «00JIBLIOT0» KPUTEPHUSI OBLIO
MIPENIJIOKEHO HCIIONb30BATh MOJIOKUTEIBHBIA PE3yIib-
TaT reHeTmdeckoro odcnenosanus [4]. [IpuHumas Bo
BHUMaHHE nopaxkeHue He Toibko [10K, HO m meBoro,
B 2020 rony OblaM mpencTaBieHbl HoBbIe [TagyaHckue
KpUTEpUH, KOTOpPhIE HA JAHHBIA MOMEHT HaXOISITCS
Ha otame Bamumanwu [5]. Ilpm crparndukammu ma-
nueHTa coriacHo kak Task Force 2010, tak n Ilamy-
AHCKUM KPHUTEpPHUSM, B 3aBUCUMOCTH OT KOJIMYECTBA
«OOJIBIITUX» U «MaJbIX» KPUTCPUEB TUATHO3 MOXKET
OBITh MHTEPIIPETHPOBAH KAK «IOCTOBEPHBII», «BEPO-
SITHBINY» U «BO3MOKHBIN» [3-5].

Ponb renerudeckoro oOcienoBaHusi 0COOEHHO Be-
JUKa B COMHHTEIIBHBIX JUATHOCTUYECKUX CIydasX.
Hepenko nmocie monoxuTenbHbIX pe3yIbTaTOB T€HOTH-
MMUPOBAHUS MAIMEHTHI MIEPEXOAAT U3 KATETOPUH «BO3-
MOKHOTO» HIIH «BEPOATHOTO» JIHArHO3a B KATETOPHUIO
«moctoBepHoro» nuarHoza AKMII, uto Ge3yciioBHO
BIUSET Ha TAKTHUKY BEICHUS OOIBHOTO, OCOOEHHO
B oTHomeHun npodunaktuku BCC [3]. Takxe BaKHO
MMOMYEPKHYTh, YTO JIJIST AUATHOCTUKH HEKIIACCHIECKIX
(dhopm 3aboneBaHus corimacHO HOBBIM [lamyaHckum
KPUTEpPUSM TeHeTUYecKass Bepu(HUKAIUs UarHO3a
oOsi3arenbHa [5].

[eiicTBurensHo, eme B 1980-x HabmromeHus 3a ce-
MEHHBIMHU CITy4asMH JaHHOW TMATOJOTHH TTO3BOJIFLIH
NPEANONOKUTh €€ HACIeICTBEeHHBbINM xapaktep [7].
Ha ceromus nokasano, utro AKMII siBasieTcs reue-
THYECKH JICTePMUHUPOBAHHBIM 3a0oJneBanueM [3, 7].
OmHako, HECMOTPSI Ha OTKPBHITHE OONBIIONH TPYIIITHI
T'eHOB, BBI3BIBAIOIINX 3a0oneBanue, B 10-20 % cmyya-
€B PEe3yJIbTaT TeHEeTUYECKOTO UCCICAOBAHUS OCTACTCS

OTpHUIIATEIBHBIM [3, 9].
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be3ycioBHO, MOHMMaHHE TE€HETHYECKOH MNpHUpo-
Ibl 3a00JIeBaHUs UMEET MpsIMOe 3HAYCHUE ISl Jua-
THOCTUKHM M JIe4eHUs. Tak, 10 JaHHBIM JUTEPaTyphl
B 11 % caydaes BCC MoXeT BO3HUKATh KaK IEPBOE
IIPOsIBJICHHE 3a00JIeBaHUs €Ile A0 MOSBICHUS CTPYK-
TYPHBIX U3MEHEHHUH, YTO B CBOIO OYEpe]b MOTUECPKU-
BAaeT 3HAUUMOCTh I'€HETHMYECKOTo HccienoBaHus [9].
Kpome Toro, HeBepHasi MHTEpHpeTalusi pe3yibraTa
IeHETUYECKOr0 MCCIIEJOBAaHUSI MOXKET IIPUBECTH K T'U-
MEeP-/TUMOINATHOCTUKE, YIYIICHUIO IPAaBUIBHOTO
IUarHo3a W HeNpaBUIBHOMY CEMEHHOMY CKPHHHHTY,
HenooueHke pucka BCC u ompeneneHuio HeBepHOH
TaKTUKU BeJeHus namuenTa [10].

B nmanHOM 0030pe MBI OIHMCHIBAEM COBPEMCHHBIC
npeacTaBieHus o renetTuyeckoit npupone AKMIIL.

I'enernueckast npupona AKMII. Kak yxe Obu10
OTMeYeHO, 00bIIMHCTBO nanueHToB ¢ AKMII umeror
ceMeiHbII aHaMHe3 3a0oneBaHus. OMHAKO HEMOJTHAs
MIEHETPAHTHOCTh U MIEPEMEHHasl SKCIIPECCHBHOCTH 00-
YCIABIMBAKT MIUPOKYH BapuaOEIbHOCTh KIMHUYE-
CKHX MPOSIBIICHUN MATOJIOTHH TaXKe B TIPeieax OIHON
CEMBH — OT JIETKUX (DEHOTHUTIOB /IO TSIKEIBIX CITyJaeB,
Bkitouas BCC [11]. B HacTosiiee Bpems OUCcaHO OKO-
710 26 pa3auYHbIX T'€HOB, ACCOLIMUPOBAHHBIX C Pa3BU-
tuemM AKMII [8].

AKMII xiaccudecku cUuTaeTcs 3a0o0JeBaHUEM
KapAWaJIbHON IECMOCOMBI C TIPEUMYIIIECTBEHHO ayTO-
COMHO-JOMHHAHTHOM, pexe ayTOCOMHO-PELECCUBHON
¢dopmoii HaciienoBanust [12].

OtkpeiTe reHetndeckux npuuuH AKMII nHaua-
JIOCh C HCCICNOBAHMS JBYX PEIECCHUBHBIX Cepled-
HO-KOKHBIX CHHIPOMOB, Ha3BaHHBIX Ooye3HbI0 Hak-
coca u cuaapoMoM Kapraxans [13—-14].

Tak, B 2000 roxay BriepBble Oblia ONMKCAaHA Y TAIH-
€HTOB, POXKJICHHBIX OT KPOBHBIX POJICTBEHHUKOB Ha-
CEJICHUS T'PEUecKOro ocTpoBa Naxos, MyTallus TeHa,
KOAMPYIOIIET0 IMHTOCKEICTHBIN OeOK TIIaKOTIOO0NH
(JUP). Haunwnii cuampoManbHblii Bapuant AKMII
C JIaJIOHHO-TIOJIONIIBEHHBIM KEPaTO30M U Ky4epsSBBIMU
BoJIocamMu ObLIT Ha3BaH Oone3nbto Hakcoca [15]. dpy-
TO#, ay TOCOMHO-PEIIECCUBHBIN, CHHIIPOM y TIAIIUCHTOB
B DKBaJope, MMEIOIINX CEepPACYHO-KOKHBIE MPOSBIIEC-
HUS, a TAaK)Ke HApyIIeHHe (PYHKIMU KaK MPaBoro, TakK
W JICBOT'0 JKEJTyJI0YKOB, Ha3BaH cHHApoMoM KapBaxams
[16]. YdeHple yCTaHOBUIIU, YTO €TI0 MPUUUHON SBIISICT-
Csl TOMO3UTOTHAsl MyTaIlus TeHa Oenka JIECMOIIJIaKnHa
(DSP) [16].

JlaHHBIE OTKPBITUS TOJOXKHWIM HAdallo IlelieHa-
MPABIEHHOMY TEHETHYECKOMY aHajdu3y IPYTuX Je-
CMOCOMHBIX OesikoB y mnanueHToB ¢ AKMII, urto,
B CBOIO OYepe/b, MPHUBEIO K UACHTH(PHUKAIIUN TATO-
T€HHBIX BAPUAHTOB BO BCEX M3BECTHBIX JI€CMOCOMHBIX
renax (puc.l) [8, 13—14].

Ha cerogusinuii JeHb, COMIACHO TaHHBIM JUTEpa-
Typbl, 110 KpaiiHeil mepe y 50 % nanuentoB ¢ AKMII
00HAPY)KMBAIOTCS TATOTCHHBIC WM BEPOSTHO IIaTO-
TeHHbIE MYTallUM B NeCMOCOMHBIX reHax [17]. Hec-
MOCOMBI, SIBJISISICh YaCThEO MEKKJIETOYHON CTPYKTYPHI,
HAa3bIBAEMOI BCTABOYHBIM THUCKOM, OTBEYAIOT 3a DJICK-
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Puc. 2. CtpoeHue gecMocoMbl. AjanTMpPOBaHO Ha PYCCKUM A3blK [27]
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TpUYECKHE, METa0OIMYECKIE U CTPYKTYPHBIE CBOWCTBA
KapJHMOMHOIIUTOB U COCTOAT U3 TPEX OCHOBHBIX TPYIII
OeiKoB: TpaHcMeMOpaHHBbIE OelKH (KaATepUHBI) Je-
cvoxomuH-2 (DSC2) u necmornenn-2 (DSG2), DSP,
" TuHKepHBIe OemkoBbie Oenku JUP u mnaxodummnH-2
(PKP2), KoTopble SBISIOTCS TOCPEIHUKAMH MEXKIY
KaJrepuHaMu u aecMoriakuaoM (puc. 2) [10, 11, 17].
Oxomo Ttpetu manueHToB ¢ AKMII nmeror maroreH-
HbIC BapUaHThl B HEJECMOCOMHBIX I'€HaX, TAKUX Kak
mamuanH A/C (LMNA/C), necmun (DES), ¢umamun
C (FLNC), TpancmeMOpanHbiii 6enok 43 (TMEMA43),
puaHoauHoBeId  perientop-2  (RyR2), docdonam-
0an (PLN) u Tpanchopmupyomuii Gpaktop pocra-3
(TGFPB) [3, 16]. beimo moka3aHo, 4TO B PEIKHX CITyda-
SIX TEHbI, KOAUPYIOLINE aAre3UBHBIC COCIUHUTEIbHbIC
Oenku, Takue kak o-T-karenun (CTNNA3) u N-kazare-
puH (CDH2), Takyke UMEIOT 3HaUE€HHUE IS TaToreHes3a
AKMII, mockonbKy 0HA 00€CTIeUHBaIOT MEKKIETOUHOE
B3aMMOZCHCTBHE KAPIUOMHUOLUTOB, U UX U3MECHEHHbIC
(YHKIMH, C OTHOW CTOPOHBI, IPUBOIAT K THOENN U 3a-
MEIICHUIO KapJMOMHUOLUMTOB (UOPO3HON TKaHBIO, a C
JpPYroil — K M3MEHEHUSIM MOHHBIX TOKOB M, COOTBET-
CTBEHHO, ICKTPUUECKUM HapyIieHus M [17].

[lo naHHBIM JIUTEPATYPHI, B IOJOBUHE CIIy4acB —
npuunHo AKMII sBnstorcs MyTanuu B 1€CMOCOM-

HbIX reHax, B 20-30 % — HegecMocoMHbIX, B 1020 %
MYTaIus OCTaeTCs HeU3BeCTHOMH [12].

CornacHO KOHCEHCYCHOMY 3asiBICHUIO JKCIEPTOB
Oo6mectBa cepaeunoro putma ot 2019 roma s nu-
arHoctuku AKMII pekoMeHayeTcsi HCHOIb30BaTh
MaHeJNb, COCTOSINYIO U3 15 reHoB — mIanepoH-pery-
narop-3 (BAG3), DES, DSC2, DSG2, DSP, FLNC,
JUP, momen-ceszpiBatomuii LIM-3 (LDB3), LMNA,
romeoOokcHBIN Oemok NKX2-5 (NKX2-5), PKP2,
PLN, PHK-cBs3piBaromuii 6emok RBM20 (RMB20),
anbda-cyObennHuLbl OelKa HATPUEBOrO KaHaja 5(
SCN5A), TMEMA43 [12].

Tem He MeHee, HECMOTPS Ha JOCTUTHYTHIE YCIEXU
B U3YUYEHUU reHeTnueckoro crnekrpa npuund AKMII,
Ha CErofHAIIHUI JAEHb HET YETKOIO NpEACTaBIICHUS,
KaKue e U3 NMePEeYUCIEHHbIX TeHOB CIIEYyeT HCIIOJb-
30BaTh B KaueCTBE «OCHOBHOTO» KPHUTEPHUS IJIs JTUa-
rHoctuku AKMIL.

Tak, B HEmaBHEM HCCIEIOBAHUU TPYyIIa JKCIEp-
TOB C UCIOJIb30BAaHUEM TOJYKOJINYECTBEHHON MOJENH
ClinGen npu anHanuze 26 TEHOB, acCOIMHUPOBAHHBIX
¢ AKMII, BbisicHMIa, 4TO B HACTOSIIEE BPEMS TOJIHKO
8 TEHOB JIEWCTBUTENLHO UMEIOT yoenuTenbHbie (PKP2,
DSP, DSG2, DSC2, JUP, TMEM43) unu ymepeHHbIC
(PLN, DES) noxa3zarenbcTBa NpUYMHBI Pa3BUTHS JaH-

Ta6nuua 1. CBogHana Tabnmua OCHOBHbIX FeHOB, accouumnpoBaHHbix ¢ AKMI.
ApanTupoBaHO Ha pyccKui a3biK [12, 17, 19, 21, 22]

Fen Benok Xpomocoma, dopma AKMN Puck BCC
JNIOKYyC

JUP MNnakorno6buH 17921.2 MM, buB

DSP LecmonnakuH 6p24.3 JDK, buB KpaWHe BbICOKNI PUCK

PKP2 MnakodunnnH-2 12p1l.21 MY, buB

DSG2 Oecvornenn-2 | 8a121 MK, T, BB

DSC2 LecMmokonnunH-2 18q12.1 MK, BuB

DES HecMmuH 2935 I, buB
TpaHcMeMbpaH- . .

TMEM43 . 3p25.1 MK, bnB KpaWlHe BbICOKNW PUCK
HbIll 6enok 43

PLN ®docdonaHbaH 6g22.31 JIK, BuB KpaiHe BbICOKUI PUCK

Mpumevanna: AKMIT — aputMoreHHasa kapguomumonaTtua, BCC — BHesanHas ceppedHas CMepTb,
JIK — neBbin wenypouek, N — npaBbiit yenyno4dek, buB — 6uBeHTpuKynsapHas.
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HOTO 3a00JIeBaHMS M OKOHYATEIIHO TMPHU3HAHBI IPH-
yuHHBIMH [ 18]. BeposiTHO, 3T0 00yCIOBICHO T€M, YTO
MyTalld B 3THX TeHaX Hauboliee 4acTo BCTPEUaloTCs
y nmanuenToB ¢ AKMII u xopomio oxapakrepr30BaHbI
B uteparype [12].

HexoToppie 13 TeHOB, HE TIOTYYHBIINX B JaHHOM
WCCIICIOBAHNN YOEIUTENbHBIX J0KA3aTeNbCTB CBS-
3u ¢ AKMII, mpeactaBiaeHsl B peIKUX KIMHUYECKHX
CIIydasx M B HACTOSIIEE BPEMs HIMEIOT OTpaHUUYCHHBIE
JaHHBIC, HO, 0€3YCIIOBHO, TPEOYIOT JaJbHEHINETro U3y-
4yeHus 1 HaOmogeHus. OHU TIOKa HE paccMaTpUBaIOT-
csl B KauecTBe JuarHoctuueckux kpurepues AKMII,
HO, BEPOSITHO, BHOCSIT CyIIIECTBEHHBIN BKJIa/ B TIATOTE-
He3, OKa3bIBasl BIMSHUE HA TPOTPECCUPOBAHNE U DIIEK-
TPUYECKYI0 HECTaOMIBHOCTH 3a00eBanus [12, 17, 18].
Jpyrue e reHsl, He BOLIEIUINE B IEPEUEHb MPUIHH-
HBIX, TAK)KE aCCOIIMMPOBAHBI C MHBIMU 3a00JICBAHUSI-
MW cepara, ¥ TaHHBIC 0 HUX TaKXke CKymaHsI [17, 18].

Kpome Toro, myTanmun ¢ HEW3BECTHOW KIMHUYE-
CKOW 3HAYMMOCTBIO TaKXkKe He CIIEAYeT paccMaTpUBaTh
KaK «OCHOBHBIC KpHTEpHH» 3a00JEeBaHMs, HO UX IIO-
TEHI[UAIBHYIO POJb B 3200JIEBAHUHM HE CTOUT MCKIIIO-
gaTh. M, BO3MOXHO, B OyAyIIeM peKJIacCH(PUKAIHs
TaKuX MyTaIluil MPUBEIET K IePEeCMOTPY UX IMaTOreH-
HOCTH M, COOTBETCTBEHHO, PACIIMPUT CHEKTP FEeHETH-
yeckux npuuna AKMII [12, 17, 18].

Crnemyer OTMETUTH, YTO JaHHbIE KOPPEISIIMOHHOTO
aHaJIM3a MEXIy TeHOTHUT-(PEHOTHITNIECKUMHI BapHaH-
tamu AKMII noka3zanu, 4To MyTaluu B 1€CMOCOMHBIX
reHax NPHUBOAAT K Pa3BUTHIO KIIACCHYECKOW (HOPMBI
AKMII, a B HeaecMocoMHBIX TeHaX — K JIDK u buB
dopmam [12, 17, 19]. Kpome TOorO, MyTaliuu B TeHE
PKP2 B GONBIIMHCTBE CITydaeB acCOIMUPOBAHBI C Pa3-
ButreM DK ¢opmber AKMIIL, B TO BpeMst Kak MyTaliu
B reHax DSP, DSG2 u PLN wyame nHabnronarorcs y mna-
nuenToB ¢ buB nmu JUK mopaxkenuewm [12, 17, 19].

CtouT TmMOAYEepKHYTh, HYTO TEHOTHIITUPOBAHHUE
Ba)KHO HE TOJBKO B JUAarHOCTUYECKHX, HO U B IPO-
THOCTUYECKUX UesAX. JeHCTBUTENbHO, HEKOTOPHIE
reasl AKMII acconmupoBanbl ¢ 6oJiee BRICOKUM PH-
ckoM BCC u pa3BuTHEM MPU3HAKOB CEPACUYHON HE-
noctarounoctu (CH) [1-3, 12, 17]. Tak, B 2015 roxy
Bhonsale ¢ coaBTopamu mpoBen ucciiegoBaHuUE, Ie-
JII0 KOTOPOTO OBLIO ONMPEACTUTD BIHMSHUE TCHOTUIIA
Ha Teuenue u ucxonx AKMII [20]. beimo oOHapyxeHoO,
YTO HOCUTENHU O0Jiee YeM OJHOM MyTaIuu (MMeroIne
JIUTEHHBIE WIIN CIIOKHBIE T€TEPO3UTOTHBIE MYTAI[UH)
UMeTH XyAIHUi ucxoxd, Oonee paHHUN ne0roT 3a00-
neBanus, Beicokui puck BCC, 6picTpoe mporpeccu-
poBanue CH, uem HOCUTENH OMHON MyTanwu. Takke
OBLII0 TIOKa3aHO, YTO MyTanuu B reHax DSP u PLN
00yci0BIMBaOT 0Oosiee BBHICOKMH PHCK MOPaKEHUs
JOK. pyrue uccrnemoBaTenu AOKa3alu CBI3b MY-
Tanui B Takux renax, kak DSP, DES, PLN, FLNC,

TMEM43, ¢ Xyamum IporHo30M 1 BBICOKMM PUCKOM
BCC (taba. 1) [21-22].

B Hacrosimee BpeMsi T'€HOTHUIl paccMaTpUBaeTCs
B KadecTBe (pakropa pucka BCC mommumo mosa, BO3-
pacTa, HaJlM4yus CHHKOMAJBHBIX COCTOSIHUH, KOJIH-
YecTBa WHBEPTHPOBAHHBIX 3yOuoB T, KommuecTBa
JKEJTyI0YKOBBIX 3KCTPACUCTOJ IIPU CyTOYHOM MOHUTO-
PUPOBAHMH HIEKTPOKAPANOT paduy, CTEIIEH! HapyIle-
HUsL QYHKIIMH 000MX JKEIIYI0YKOB y OOJBHBIX C JaH-
HBIM 3a0oneBanuem [12, 17, 23, 24].

besycnoBHO, TmaTenpbHOE M3y4YeHHE W TIOHWMaHNe
TEHETHYECKUX 0COOCHHOCTEH 3a00JIEBaHUS UTPACT CY-
IIECTBEHHYIO POJIb B PAa3BUTHU NMEPCOHU(DULINPOBAH-
HOW MEIWUUHBI U WHIUBUAYAJIBHON CTpaTHQUKAINH
pucka BCC y mannentoB ¢ AKMIL.

[lepcriekTMBHBIM HaNPABJIEHUE B JICUEHUN TAKUX I1a-
LIUEHTOB sBisieTCsl reHHas Tepanus. Tak, B 2021 rogy
ObUTa MpeIoKeHa TEHHAs 3aMECTUTEIbHAsl Teparus
PKP2 Ha ocHOBe a7€HOaCCOIMMPOBAHHBIX BHUPYCHBIX
BEKTOpOB [25]. B HacTosIIee BpeMs mperapar yCIenrHo
anpoOupoBaH Ha )KUBOTHBIX MOJEISX (MBILIIN U IPUMa-
TBI), X YK€ B ONrpKaiiieM OyayIieM TUIaHUPYIOTCS KITH-
HUYECKHUE UCTIBITAHUSA C YYaCTUEM MalUEHTOB [26].

SAKJTIOHEHUNE

B nacrosimiee Bpems, HECMOTPSL HA MHOroIapame-
TPUYECKUHN TMOIXOJ, 3aYacTyl BepuUKaIus Kiu-
Huueckoro nuarunoza AKMII BeI3BIBaeT TPYIHOCTH
JMUarHOCTHUKH, OCOOEHHO B JETCKOW MOmyJsiinu. Mo-
JEKYJISPHO-TEHETUUYECKOE HCCIIECIOBAHUE 3aHUMAET
LEHTPaJIbHOE MECTO KaK B MOCTAHOBKE JUArHO3a, TaK
u crparudpukanuu pucka BCC, 4T0 B CBOIO ouepenb
UTPAeT KIIOUYEBYIO POJIb B OTIPEAETICHN N TAKTUKH BeJIie-
HUS nanueHTa. CHEeKTp MOJIEKYJISIPHO-T€HETUYECKHX
npuunH AKMII ocrtaercs 007acThi0 TOCTOSHHOTO
pa3Butus. [lpaBunbHass UHTEpIpETaLNs PE3yIbTaTOB
F€HEeTUYECKOTO MCCIIEIOBAHMS — OJUH M3 KJIIOUYEBBIX
(hakTOpOB TEPCOHUDHUITUIPOBAHHOTO TTOAXO0JA K BEIe-
guro nmanuedra ¢ AKMII. KommiiekcHoe 1 MEX TUCLI-
IJIMHAPHOE B3aUMOACUCTBUE MEXKIY KIMHUIIUCTAMU,
BpauaMU-TCHETHUKAMH U MAIIMCHTaMU SIBJISIETCS OCHO-
BOM 7151 JaJIbHEMIIEro N3y4eHHUsl MOJIEKYJISIPHO-TeHe-
THYECKOH MTPUPOIIBI 3a00IeBaHUSI M YCIICIITHOW peaJTn-
3aIi¥ MPEUMYIIECTB 3HAHUH B 3TOM 00IacTH.
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