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Kapanommonatum

» 3a00JIeBaHMSI MHUOKap/ia HEM3BECTHOM 3THOJIOTHH,
XapaKTepU3YIOIMECs KapAruoMeraaueil i HeI0CTaTOYHOCThIO
KPOBOOOPAIICHHS, 32 UCKIIIOUEHUEM IIPOIIECCOB,
IPOTEKAOIINX C HOPAXKEHUEM KJIAIIaHOB CEPALIA,
KOPOHAPHbBIX, CUCTEMHBIX M JIETOYHBIX COCY/IOB.




O1npenesieHue

» TETEPOrcHHAas I'pyIiia 3a00JICBaHUM MHUOKaAp/a,
ACCOIIMUPOBAHHHBIC C €T0 MEXaHUYCCKOM 1/ Ui
IEKTPUUCCKOM JUCCHYHKIIHMI, KOTOPBIE OOBIYHO (HO HE
IIOCTOSTHHO) MPOSIBIISIFOTCS TUIATAIIMCH WIIM TUIEPTPOdUSH
KEJTYJIOYKOB B CJIICJICTBUE BIIMSHUS PsiJia IIPUYMH, YaIlIE
TCHCTUYCCKHUX




O1npenesieHue

» 3a0o0JIcBaHUS MHUOKapJa, XapaKTePU3YIOIIUECSI CTPYKTYPHBIMU
1 (PYHKIIMOHAJIBHBIMY HAPYIICHUSIMA CEPACYHON MBIIIIIIBI B
OTCYTCTBUHU, BPOXKICHHBIX IIOPOKOB CEP/ILA, apTEPHUAIILHOU
TUIIEPTECH3MM, KJIANIAaHHBIX AHOMAJIUN.




RapauomMmuonaTuu

Kapanomumonatum - o6LlMpHbIA Knacc 3aboseBaHni, XapakTepusyoLwmnxcs
CTPYKTYPHbIMU U3MEHEHNAMN MUOKApAA.

Knaccbl KapanomMmonaTun:
‘runeprpodpuueckasn
‘ANNATALMOHHAA
‘pPEeCTPUKTUBHAA

*HEKOMMAKTHbIM MUOKapA 1IEeBOro Xenyaouka



RapauomMmuonaTuu

*Kaxkabi U3 K/1aCCOB XapaKTepU3yeTcsd CBOMMU MOPPOIOrMYecKnmu,
PU3NONOrMYECKUMN U KITMHNYECKMMU KOHEYHbIMU TOYKAMKU, OTpakatoLwmnMu

Pa3J/inyHblE NMNaToreHeTn4yeckmne MexXxaHmn3mbl, npumBoadlne K 3abosieBaHuIo.

*JTU 3aboneBaHusa aBngeTca Hamnbonee yactom NPUUYNHON KapAMOreHHOM BHE3arnHou

cmeptn (KBC) B MONOAOM BO3pacTe .



IMUITEMUOJIOTUS

» 1 ma 100,000 meTckoro HaceieHUd

Review Article

Cardiomyopathy Classification: Ongoing Debate in
the Genomics Era

Hindawi Publishing Corporation Biochemistry Research International Volume 2012,



Kitaccupukanu

KapanomunonaTtum

M30AUPOBAHHOE
nopaXkeHue cepaLa

BropuyHble

nopa)keHue cepaLa
ABASIETCA CAEACTBUEM
CUCTEMHOIO MaTOAOrMYECKOro
npouecca

American Heart Association,2006




Kinaccudukanus KapAuoMHUOIIaTUMN

Cardiomyopathies

I HOM l l DCM I ’.um: ‘ I RCM | [LGqmﬁdl

ceMenHble/reHeTu4YecKkue B HeceMeMHble/HereHeTU4YecKue
dopMbl dopmbl

Uniaderstified pene defiect | ;‘ Duscase subtype i | Idsopathic é Disease subtype

The working group from the European Society of Cardiology (ESC),
2008

N ——— EE———




IDTHUOJIOTUA

» TICPEHECCHHBINM MUOKAPIUT 27 o

o JIU(PPY3HBIN HEUPO-MBIIIICUHBIE

3a00JIEBaHS 2

» HacCJIeJICTBECHHbIC Ie(PeKThl MeTa0boau3Ma 16 %

» TCHETUUYCCKHEC CUHIPOMBI 10%



FeHbl, OTBETCTBEHHbIE 3a pa3BUTHUE r’mnepTpopuyecKomn KapanomMmornaTmm.

KM JIOKyC ['eH benok

SISV S 14q12 MYH7 Tsxenasa uenb b-mMmmosunHa

FKMI 2 1g32 TNNT2 CepaeyHbin TPOMOHUH T

FKMI 3 E5q22:% TPM1 a-TPOMOMMNO3UH

FKMIM 4 155 [ 0 4 0 MYBPC3 Mno3snH-cesizaHHbIN C-6enok

FKMIT 5 15q:st ACTC CepaeyHbin a-aKTUH

FKMM 6 ¢ WPW 7936 PRKAG?2 desPRb laphagicyocaiBanails
- aKTUBUP. NPOTEUHKUNHABDI

FKMI 7 19p13.2 TNNI3 TponoHUH 1

KMI 8 3p21.3 MYL3 Jlerkasa uenb OCHOBHOIo MMO3MHa

FKMH 9 12q23-q24.3 MYL2 Jlerkas uenb perynsaTopHOro

MMWO3NHa
FKMIT 10 2924.1 TTN TUTUH
KM 11 1491 MYH6 Jlerkasa uenb a-MMO3MHa




CeMenHble POopMbl rMNepTpoPnYecKkon KapanomMmonaTmm HacneanyrTcss ayTOCOMHO-
NOMNHAHTHO.

OHU O6YCJ'IOBJ'I€HbI MUNCCEHC-MYTaUuUNAMUN, TO €CTb 3aMeHaMN EANHNYHDbIX
dMNUHOKWNCJIOT, B NrEHAX CapKOMEPHbIX benkos.

OTHOCUTENbHAA YacToTa MyTauUUM NPU CEMENHbIX (bopMax rmnepTpopuyeckomn
KapanoMuonaTuu.

[eH XpomocomMa YacTtoTa, %
Tsxenble B-uenn MMO3MHA 149l 8 S=—dkS
CepaeyHblt TPONOHUH T 1g31 15
a-TpornoMmMo3sunH 5e2 5
Mno3unH-cesa3biBaowmm b6enok C =18 =—cl3 10

PEFYJ'IFITOprIe Nerkme uenmn

22 Penko
MMO3MHA MMUOKapha Xenyno4ykoB

OCHOBHble fierkme uenm MMo3unHa

3p Penko
MMoKapAa XenyaoukoB




reHbl, OTBEeTCTBEHHbIE 3a pa3BHUTHE AN1aTalNOHHOMU KapANOMMNONaTHUM.

'eH / nokyc benok MIM Tun HacneaoBaHUS
1g921.2 JlamuH A/C 115200 A/0
G S22 CepaeyHbl TPOMOHUH T 601494 A/L
2013522 Hen3BecTteH 604145 A/
2q24.3 TUTUH 604288 A/P
2935 lecMUH 604765 A/
SPZ2285 Hen3BecTteH 601154 A/
4935 éeK;gI;MH-aCCOLlMMpOBaHHbIVI [EIM= 605889 A/n
5q33 d-capkornukaH 606625 A/
(e H 255 ) HewnssecTeH 605582 A/L
QG225 ®ocdonambaH 602067 A/
6q23-24 Hen3BecTteH 605362 A/
9q13-22 HeunsBecTeH 600884 A/




B ocHoBe pa3sutna AKMI1 nexat MmyTaumm reHoB, KOAUPYHOLNUX OUYEHb
LLUMPOKUIN CMEKTP pa3/INYHbIX 6Ee/1KOB:
I. FleHbl, KOAUpYOLLME CTPYKTYPHbIE 6enku:

1)6enkn untockeneta (ancrtpoduH, AJAl-komnsekc, 1aMUHUHA,
CapKOr/IMKaHOBbIN KOMIMJ/1EKC; BUHKYJ/IMH U ero n3opopMa MeTaBUHKYJINH,

NEeCMUH, TUTUH, HeBynuH, LIM-6enok, Cypher/ZASP);

2)capKkoMepHble 6enkun (aKkTUH, b-MMo3nH, TPONOoHUHLI T, I n C, MNO3UH-

cBs3biBatoWwmm 6enok C;

3)6enkun aaoepHon obosioukn (nammubl A n C).



III. leHbI-MOANMDUKATOPDbI — reHbl, KOTOPpble KOAUPYIOT benky,
NnpUHMUMaKLWme yyactume B:

1. CMrHaNbHOW TPpaHCAYKUUN,

2. penapauun AHK,

3. perynauunmn metabonmama m MOHHoro romeoctasa (redbl HLA;reHsil,
KoAMpYyroLwmne aHrmoTeH3nHNpespallaowmmn @epMeHT, b-
ajpeHopeuenTopbl, aaeHO3MHMOHOdOChaTaAeaMnHasy-1,
reMoxXpoMaTo3aCCoOLUMNNPOBAHHbIN IF'eH).

OTaenbHYyo rpynny cpean HacneacrteBeHHbix AKMI1 cocTtaBnaoT
3abosieBaHuns, obycnioBneHHble MyTaunusamMm B MUTOXoHApUanbHbiX AHK

(7,7-10 % cny4aes).



benkun uMtockenerTa.

Ha cerogHsAWHWUW AeHb M3BECTHO, YTO pa3BuTtune peHotuna AKMIT MoxeT bbITb
o6ycnoBsieHO MyTaunUsaMKM Lesloro psaa reHos, JIOKasim30BaHHbIX B X-XPOMOCOME.,

OAncTpodUnH-acCoOLMMPOBaAHHDbIN NMUKOMNPOTEMHOBbLIA KOMMJIEKC.

OCHOBHasa @pyHKUWMOHaNbHAA poib ANCTPOPUH-aCCOLLMMPOBAHHOIO
rIuKonpoTenHoBoro komnnaekca (JAlM-komnsekca) — obecrneyeHne CBA3N Mexay

aKTMHOM, CapKOJ1IEMMON N BHEK/IETOYHbIM MAaTPUKCOM MUOLIUTOB Yyepes
namMmmnHunH-a2 [45, 50, 51].

B coctas [JAl-KoMniekca BXoaAAaT AUCTPOPUH, KaBEOIMH-3, CUHTPODUH,
ANCTpobpeBnH, CapKoCrnaH U HECKOJIbKO CYOKOMMIEKCOB: ANCTPOrMKaHOBbIW

(a-aAucCTpornmkaH n b-gmucrpornukaH), capkornnkaHoebin (a-, b-, g- n d-
CapKOrJ/INKaHbl).



MyTanuu reHa gucTpo@uHa

OuncTtpodunH - 0AMH U3 NepBbiX 6enKoB, MyTaLMM reHa KOTOPOro Ctanau

accoumunpoBaTtb C pazsutnem AKMII.

e OTHOCUTCSA K rpynne UMTOCKeNeTHbIX 6enkoB (COeaANHSAET LUTOCKENET C
BHEK/IETOYHbIM MAaTPUKCOM) U YUYaCTBYET BO BHYTPUKIETOYHOMN OpraHuU3auum
YNbTPACTPYKTYP KapAMOMUOLUTOB, CTabunmsaumm capkosieMMbl U nepepaye

COKpalleHUMN.



MyTanuu reHa gucTpo@uHa

*I3BECTHbl HECKOJIbKO TUMOB MyTauun B pa3HbiX 061acTaX reHa
ANCTpoduHa.

*OaHOW U3 nepsBbiX 6bl1a BbisiB/IeHa MyTauma B fiokyce Xp21 X-
XPOMOCOMBI.

‘N neHTndununpoBaHbl aAynamkaums ob6sactn oT 3K30HaA 2 A0 dK30HA 7,
BCTaBKU B MHTPOHe 11, To4YeyHble MyTauun B 3K30HaxX 9 nnun 29, a

TaKXXe geneummn B 06s71acTm OT 3K30HA 48 0o ak30Ha 51.



KMII npu nepudeprudyecKux MUOIMATHUAX

‘MyTauumn reHa ANCTpodPUHA Yalle BCEro aCCoLumMmnMpyroTcs C pa3ButTuem
MbllLEeYHbIX AncTpoduin oweHa n bekkepa.

‘B 65 % cny4yaeB 06e popMbl nepndepmyeckon MmmonaTnm obycrioBneHsbl
neneunsamm B ak30Hax 48-49 n 49-51.

B pe3ynbTaTte Takmx MyTauum NpouUCXoanT CHUXEHUE, @ UHOrAa U MNOJIHOE
ncye3HoBEeHUEe, YpoBHSA 6enka B MMoLuTax .

*Y yactn 60NbHbIX HApAAy C NPOSBIEHUAMU Nepudepndecknx MbllleYHbIX

ONCTPOMUIN BbISBNAETCA NMOpaXxXeHne cepaeyHom MblllLubl.



KMII npu nepudeprudyecKux MUOIMATHUAX

B page cnyyaeB MyTaunnM B 3TOM Xe Jiokyce Xp21 accoummpyroTcs C
pa3BuTneM mlonmpoBaHHoro dgeHoTuna AKMI1, KoTopbin Ha3bIiBAOT X-
cuenneHHaa AKMIT.

[1pn aToM, Ao 25 % Takux MyTauum cneunduyHoO HapyLLIatoT 3Kcnpeccuto M-
N30MopMbl ANCTPOdUHa.

K TakKmMM MyTauUMSaAM OTHOCHAT BCTaBKy L1 B ak30He 1 M-U30pOpMbl, TOHEYHYIO
MyTauuto B 3'-cnnam-CMHIroBOM camTe 3K30Ha 1 v aeneuunto, B pe3ysibTaTe

KOTOpoW nepeasuratotca M-npomoTtep, 3k30H 1 n yactb MHTpoHa 1



KMII npu nepudeprudyecKux MUOIMATHUAX

Kpome AKMI1 npun nepnpepunyecknx Mmmonatnax n X-cuensieHHas
OKMI1 , BblAendT TakXXe cMHaApoMm bapTa.

*3T0 3abo/1eBaHMe 3Ha4YnNTENIbHO MEHEE NU3BECTHO.

[1pn cnHapome bapTa naeHTUPULUMPOBAH LUMPOKUIN CMIEKTp MyTauunm
(heneunn, BCTaBKU, HOHCEHC U CMbIC/10Bble MyTauun) B AJIMHHOM
nneye X-xpoMocoMsbl B Jiokyce Xp28 reHa G4.5, KOTopbin KoanpyeTt
cemencrteo 6enkoB — Tada33nMHOB



KMII npu nepudeprudyecKux MUOIMATHUAX

*I3BECTHO, UTO AAaHHble 6enKku B 60/1bLLOM KOJIMYECTBE MPUCYTCTBYIOT

B KJIETKax MMOKapAa U CKENEeTHOM MYCKYynaTypbl.

«[/JOCTAaTOYHO XOPOLLUO N3YYEHA XapPaKTEPUCTUKA UX HA MONIEKY/ISIPHOM
YPOBHE, 0HAKO 0 CMX NOP OKOHYATE/NbHO HE BbISCHEHbI UX

(dYHKLUMOHaNbHbIE 0COHEHHOCTMW.



MyTauunun B reHe (4.5, Bbi3biBatowme cmHApoM bapTa,

aCCOLMNPYIOTCH C TpeMS pa3IMUYHbIMU PEHOTUNAMMU:

1.X-cuenneHHasa nHdpaHTunbHaa AKMI.

3aboneBaHne pa3BMBAETCA B pe3y/bTaTe AeNeummn, Kotopas

3aTparmBaeT 3k30H 8 reHa G4.5 n npnBogUT K MOSTHOMY

ncyesHoBeHUto 6enKoB ceMencrea Taa33nHOB.



KMII npu nepudepudyecKkux MUOIIATHUAX

o 2. X-CHeILICHHBIN YHA0OKAPAHAJIbLHBIN (pUOPO31aCTO3.

- 3a00JICBaHME CBSI3BIBAIOT C MyTallMEH, 3aTparuBarolici
KOHCEpBaTHUBHYIO 00acTh dk30HA 10 rena G4.5 u
xapakrepusyercd pazputuem KMII, HentporneHuu u
MHUTOXOHJIPHUAIbHBIX HAPYILICHUU.



KMII npu nepudepudyecKkux MUOIIATHUAX

3. X-cuensieHHasa opopMa U30JIMPOBAHHOIO

"HeKOMMNAaKTHOro" Mmmokapaa.

[aHHaga popmMa onpenenserca mytaumen (Glyl197Arg) B

KOHcepBaTuBHOM obnactn ak30Ha 8 reHa G4.5.



MyTauumn reHOB CapKOrinkKaHOBOIO

KOMIJieKca (capKorsiimkaHonaTtTmm).

CapKkornmkaHonaTtMm 4alle scero obycnosnnBaroT
pa3BUTME Ta30BO-MJ/1eYeBbIX MbllIEYHbIX ANCTPOMUNNA, OAHAKO B
10-30 % cny4daeB y TakKux nauMeHTOB MOXET pa3BUBaATbCH

deHoTnn AKMIT.



MyTauuum reHOB CapKOriimkaHoBOro KoMmmnJsiekca

(capkornukaHonaTvm).

CapkornukaHbl (a-, b-, g- n d-capkornmkaHbl) — 6e/1Kn o4yeHb

TECHO CBSA3aHHble ApYyr C APYroM.

‘[lo3TOMY MyTauuKU B reHe, KOAUPYOLWEM OANH U3 MPOTEMHOB
NAHHOIo KOMIJIEKCA, HEPEAKO BbI3bIBAOT YAaCTUUYHbIN UK

TOTanbHbIA AedPULUNT BCEX YeTbipeX 6enKoB.



MyTanuu reHa a-capKorJinKaHa

*DTOT NMPOTENH Yalle HAa3blBAkOT a4dJ/IMHOM.

[ledbnunt agannHa (aganmnmHonaTus) MoXeT ObiTb CBA3aH C
MYTaUMUAMU B reHax, KapTUPOBaHHbIX Ha pa3HbIX XpOMOCOMax: Ha
XpoMocomMme 17, Ha XxpoMmocoMe 13912 (koanpyeTt AUNCTPOPUH-
accoummpoBaHHbIK 6beniok maccon 35 K[ nnm g-capkornmkaH) n Ha
xpoMmocoMe 4ql2 (koanpyet 6enok maccon 43 k[ nnn b-
CapKOrnmKaH).



MyTainnu reHa a-capKorJinKaHa

[lednunt aganmnHa (agannHonaTmus)
‘Pazeutme AKMI1 accoummpyetca c Ta>XenbiIMM ayTOCOMHO-

peueccuBHbIMMN MbllwedHbiMK anctpodpuamm (LGMD, SCARMD).



BUHKYJIMH U ero nu3o0(popMa MeTaBUHKYJINH

‘MyTauunmn B reHax UMTocKeneTHoro 6enka BUHKYJ/IMHA U ero
n3odpopme MeTaBMHKYINHE accounmnpoBaHbl € passutnem AKMIT .

['eH BnHkynnHa (VCL) kapTupoBaH Ha xpoMocome 10g22.1-g23. B
KMLU BUHKYNUH U METaBUHKYJIUH JTOKA/NTN3YIOTCA B UHTEPKANIAPHbIX
OUNCKaX U noAacapKosieMMalibHbIX KOCTaMepax - B y4yacTKax
TPAQHCMUCCUN COKPATUTENIbHOIO MMNybca.



BHUHKYJIMH U ero n30(popMa METaBUHKYJINH

‘B 3TUX y4yacTKax BUHKYJINH U METABUHKYJ/IMH B3aUMOAENCTBYIOT C
a-aKTUHMHOM, TAJINHOM U g-aKTUHOM N POPMUPYIOT
MUKPOMDUNIAMEHTO3HYO CETb, CBA3bIBAIOLLYIO LIMTOCKENET C

capKo/s1eMMoMn.



CapkoMepHblIe 0eJIK1

CapKoMepbl SBJISIOTCA OCHOBHOM
CTPYKTYPHOU N (PYHKLMOHAIbHOW
eanHunuen Mmopumnbpmnn — OCHOBHOIO
YNbTPACTPYKTYPHOIro KOMMapTMeHTa

KMLI.

[t pe

Tmm( Aaraven! . a
cﬁ’tﬂ ge tie tte t%f L

Tarmen o« SO wqua-\‘of df
\"H, RO TIOY s e

Tihee Taou-n)o-




CapkoMepHblIe 0eJIK1

‘MyTauumn B reHax, Koampyrowmx 6enkm capkoMepos:
1.aKTUHAQ,

2.b-MNO3UHa,

3.TponoHnHOB T, I, C,

4. MNO3nNH-CcBsA3bIBatoWwero 6enka C

*Obl/IN MepBOHa4asSibHO BbISIBN1IEHbI MPU U3YUYEHUN

nanonaTtnyeckon rmneprtpopudeckon KMII .



CapkoMepHblIe 0eJIK1

*OQHAKO 3HauynUTeNnbHO No3Xe 6b1S10 YCTAHOB/IEHO, YTO pa3BuUTUeE
cemenHon AKMI1 Takxke MOXeT ObiTb BbI3BAHO MyTauUMUAMM B reHax,

KOAMPYIOLMX AaHHble 6enku.

*Pe3ynbTaTbl reHeTUYeCKoro aHaamnsa nokasasaum, YTo 3T MyTauum

3aTparneBatoT Apyrme camnThl.



lIlepBuunbie kapauomuonatuu B MKb 10

» JlunsaranmoHHas 1.42.0
. Tuneprpoduueckas |.42.
» PecTpuxcrtusHas | 42 3

» APpUTMOTIE€HHAs KapaIHOIaTHs IIPAaBOI0 KEIIYI04YKa .42 .4



JlecMUH

[Tpn AKMI1 BbissBfIeHbI MyTauumn B reHe, koampytouwem aecmnH (DES).

«[lecMUH — 6eNn0oK uMTOoCKeNneTa, KOTOPblN Y4acTBYeT B
dopMUpPOBaAHNU NPOMEXYTOUYHbIX duameHToB III kKnacca BoO Bcex

TUMax MbllLEeYHOUN TKAHMW.



JlecMUH

*ITN PnnamMeHTbl 06pa3yoT CoeAIMHEHNE MeXay SAEPHOU U

nnasmMaTnyeckom membpaHamu.

«[leCMNH TakXe 0bHapyXeH B cOCTaBe Z-AUCKOB U MHTEPKANSAPHbIX

AVNCKOB U UIPAET CYLLLECTBEHHYIO POJib B MPUKPENIEHNN N CTabununsaumm

CapKOMEpOB.



B HacToswee BpeMs MyTauusiM FEHOB BbllLenepeyncineHHbIX
rpynn 6enkoB nNpmnaatoT odyeHb 60nblLIOE 3HAYEHME.

CornacHo coBpeMeHHbIM npeacTtaB/ieHnsaMm, OAHUMUN U3
Hanbonee BeposTHbIX MexXaHM3MOB naTtoreHesa AKMIT

ABJIAKOTCA.

1)CHMXEeHMe reHepaumm Cusbl COKpaLLLleHUM CapKoOMepaMn B
pe3ysibTaTe MyTaLuunl B reHax cCapKOMepHbIX 6enKoB;

2) HapylleHne TPaHCMUCCUN CUIOBbLIX MMMNYJIbCOB B pe3y/ibTaTe
MyTaLWUn B reHax LMTOCKENETHbIX 6enKoB.



MyTauum B reHax, KOANPYHOLLNX TPAHCKPUNLMNOHHbDbIE

dhbaKTOopbI .

B akcnepnMeHTe 6b1JI0 MoKalaHo, YTo K pa3zsututo AKMI1 moryT
NPpMBOAUTbL MYTALMU B reHax, KOTOpble KOAUPYIOT
TPaHCKPUMNUUNOHHbIE PaKTOpbl, KOHTPOJSINPYOLLLME 3KCNpPEecCUto reHoB

KMLI.



MyTauum B reHax, KOANPYHOLLNX TPAHCKPUNLMNOHHbDbIE

dhbaKTOopbI .

«OaHMM U3 reHoB-KaHamaaToB aBngaetca reH CREB 6enka.

*[laHHbIN NPOTEUNH ABIAETCA OCHOBHbIM JIeNLUMNH-3aMKOBbIM A40EPHbIM
TPAHCKPUMUMOHHBLIM PAaKTOPOM, KOTOPbIXN UrpaeT Ba>XHYH poOJib B
CBA3bIBaHUN C UAMO® u perynmpyeTt 3KCNpeccuio reHos,

oTBEYHaAKLWNX HA LIJMpOKMVI CMNeKTp BHEWHWNX CUTHAJIOB.



MyTauumn B reHax 6enkoB, NPpUMHUMAIOLWMNX YYacTue B CUrHaJIbHOM
TPAaHCAYKLUMHN, perynaumm metabonnsmMma n MOHHOIro romeocrasa

K TakmM reHaM, HanpuMep, OTHOCSATCS reHbl, KogunpyrLwume:
1. AlO,

2. HLA,

3. b-agpeHopeuenTopsl,

4. apeHo3nHMoHOoochaTaeaMnHasy-1,

5. remoxpoMaTo3-accoummnpoBaHHbin red (HFE) .



MyTauumn B reHax 6enkoB, NpUMHUMAIOLWMX YYacTue B CUrHaJIbHOM

TpaHCAYKUMUN, perynsiumm metabosimnama n MOHHOro roMeocrasa

«[/lokazaHo, 4To peHoTUNM4Yeckada nameH4YmBocTtb KML| onpependaeTcs
YPOBHEM 3Kcrnpeccmn 60nbLLIOro KoJIM4ecTBa reHoB, KOTOpble perynanpyroT

NpoLLeCcChbl pa3BUTUSA, PeLenTOPHbIE B3aUMOAENCTBUSA, MHTEHCUBHOCTb

npoueccoB mMeTabosimama, MOHHOO roMmeocTasa.

‘[[eHeTn4yecknm NoNnMMopPmM3M reHoB-mMoANMPUKATOPOB B/INAET Ha

npeapacnonioXXeHHOCTb K pa3sutuio AKMIT.



Tepanusa kapauoMunaTuu

» IIporokon tepanuu XCH:

|.MHTHOUTOPHI AHTMOTEH3UH
KOHBEPTHUPYIOLIECTO (haKTopa

'|.0eTa-010KaTOPhI

. imypeTuku



Tepanusa kapauoMunaTuu

» AHTHAPUTMHUYECKHUE IIPEIapaThl

»  AHTHKOAr'yJISHTHI



Cuctema EXCOR. lNegnatpuyeckme nayneHThbl




