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Pe3stome. B pabote uccneosany matepuan cepaeyHoi MbllLbl, B3s-
Thlil BO BpEMS ayTONCUW Y fIAL, YMEPLLUNX OT BHE3AMNHOW CEpAE4HON CMEpTH.
[pu MONEKYNSPHO-TEHETUYECKOM UCCNEN0BaHIN BbIIBNIEHbI TOMO3UTOTbI
no rexHam PAI serping-1 675 (5G>4G) n AGTR2 (1675 G>A), copepxaline
annenu pucka cepAeyHo-cocyancTbix 3a60neBaHui. BbiABNeHHbIE 3MEHE-
Hus nonumopduamos reHo MTHFR, MTR u MTRR ycunusaiot aeiicteue
reHoB PAl n AGTR2. Ha cBETOBOM YPOBHE UCCNEA0BAHNS MUOKAPT OONBHBIX,
YMEpLUWX N0 TUMY BHE3ANHOM CepAEYHON CMEpTI, XapakTepnu3oBancs n3me-
HEHUAMM KaK CO CTOPOHbI KapAMOMUOLMTOB ((hparMeHTaums, AMccounauuns,
N3BUTOCTb, UCTOHYEHIE, IUCKOMMIEKCALWS), Tak COCYA0B U CTPOMbI. B 3-x
cnyyasx (10%) oHu BbINN MUHUMANbHBI U BbINI NPeACTaBAEHbI 04aroBoi
CnaboBbIPAXEHHON (parMeHTaLmein U N3BUTOCTBIO MbILIEYHbIX BOMOKOH,
B OCcTanbHbIX 27 (90%) — UMenu JOCTAaTOMHO BbIP@KEHHBI XapakTep,
NPeACTaBNEHHbIA PA3NINYHON CTENEHBIO BbIDAXKEHHOCTEN N3MEHEHWA Kap-
JMOMIUOLWTOB, COCYAO0B 11 CTPOMbI. [Tpn 3NeKTPOHHO-MUKPOCKOMNYECKOM
CCNEef0BaHNN MaTepuana ot 3Tux 6ONbHbIX BbISBMEHbI NPU3HAKYM U3ME-
HEHNS TKAHW CEPLIE4HON MbILLLLbI, HE NPOTUBOPEYALLINE MOP(OOrMYECKNM
[JaHHbIM, NOMY4eHHbIM Ha CBETOBOM YPOBHE ccneaoBanus. ConoctasneHne
Pe3ynbTaToB MOMEKYNSAPHO-TEHETUYECKUX U MOPCONOTUYECKIX UCCEn0-
BAHWIA HE NMPOTWUBOPEYAT NaToN0r0aHaTOMUYECKOMy AMArHo3y rubenu ot
BHE3aMHOM CepLeYHON CMEPTU.

KnioueBble cnosa: nosMMopn3mbl reHOB, BHE3anHas cepieyHas
CMepTb, cepAeyvHas Mbillla, KapaunoMnoLuuTbl, MUONNS.

Beepaenue

CMepTHOCTD OT CeplleYHO-COCYIUCTBIX 3a00/IeBaHMUIL B
P® camas BbIcOKas B MUPE U COCTaB/IAET OKOJIO 614 cydaeB
Ha 100 000 Hacenenus B rop [1; 2]. OnHa 9acTh NPUXOOUTCA
B OCHOBHOM Ha CMEPTHOCTb OT XPOHHYECKOH CepIeyHON
HeIOCTAaTOYHOCTH, Ipyrag Ha BHE3AIIHYIO CepIeYHYIO
cmepth (BCC). Takum ob6pasom, or BCC B ron morubaer
0x0710 300 000 yer0BeK, KOTOPhIE MOTY T UMETh BHIPAXKEHHYIO
CTPYKTYPHYIO IIaTOJIOTHIO B CepAlle, KaK 3TO UMeeT MeCTO
npu UBC, cMepTh OT KOTOPOH MOXKET COCTAB/IATh 10 80%
Bcex crydaeB BCC. Ocrampable 20% — 3T0 rH6e/Ib OT JUIa-
TAIIMOHHOM KapJUOMHUOIIATHU, apUTMOTEHHOM NTUCIUIa3HU
IIPaBOTO JKeTyJOYKa, TP KaHaIOIaTHAX (cuHApoM bpyrana,
CHHJIPOMBI YIUIMHEHHOTO U YKOpodeHHoro uHTepBana QT).
[n6ep MOC/IENHUX KaK IPABWIO IPOUCXONUT B JOCTATOYHO
MOJIOIOM Bo3pacte (1o 35 JIeT), B CepIeTHOM MBIIIIE Y HUX
He BBIABJIAIOTCA CTPYKTYPHbIE ITATOJIOTIYeCKUe U3MEHeHUS,
KOTOpBIe IIPOUCXONAT B MOMEHT cMepTH [1; 3; 4]. D11 3260-
JIeBaHUA JOCTATOYHO PEIKO BBIABJIAIOTCA B IIOBCEIHEBHOM
KJIMHUYECKOM ITPAKTHKE, TAK KaK He UMEIOT CIeITU(PUIeCKUX
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Abstract. The work examined the material of the heart muscle, taken during au-
topsy in persons who died of sudden cardiac death. Molecular genetic studies identified
gomozigots on the genes PAl serping -1 675 (5G/4G) and AGTR2 (1675 G'A), containing
alleles of the risk of cardiovascular disease. The identified changes in the polymorphisms
of the MTHFR, MTR and MTRR genes enhance the action of the PAI and AGTR2 genes. At
the light level of the study myocardium of patients who died by the type of sudden cardiac
death, characterized by changes on the part of cardiomyocytes (fragmentation, dissocia-
tion, twisting, thinning, discomplexization), and vessels and stroma. In 3 cases (10%) they
were minimal and were represented by focal mild fragmentation and twisting of muscle
fibers, in the remaining 27 (90%) — had a fairly pronounced character, represented by
varying degrees of severity of changes in cardiomyocytes, blood vessels and stroma. In
the electro-microscopic examination of the material from these patients, there were signs
of changes in the tissue of the heart muscle, not contradicting the morphological data
obtained at the light level of the study. Comparison of the results of molecular-genetic and
morphological studies does not contradict the pathological-anatomical diagnosis of death
from sudden cardiac death.

Keywords: gene polymorphisms, sudden cardiac death, heart muscle,
cardiomyocytes, myolysis.

HPOsIB/IEHU U He MaHU(ECTUPYIOT B TEYEHUE TOCTATOYHO
IUTUTEIbHOTO Tepuopa [5].

Llenb uccnepoBatus

[TpoananusnupoBate MOPGHOIOTHIECKOE U MOJIEKY/ISAP-
HO-T€EHETHUYECKOE HUCCIIea0OBaHNE cepneqﬂoﬂ MBIIIIIbI y JINILL
¢ BCC, xoTopsiM 66T BepupUIIMPOBAH IUATHO3 TIPU ATO-
JIOTOAQHATOMMNYIECKOM HUCCIIENOBAHUU.

Matepuan u MeTofbl

[Ipoananu3upoBaH MaTepHuaa CepHeIHON MBIIIIHI,
HO)‘Iy‘IeHHbIﬂ IIpHU ayTOIICUHU Y l'IOI‘I/I6I_L[I/IX BHE3aIIHO JINI]
(cpeLLHI/H?[ Bo3pacT 35 siet). Beero uccnenosano 30 ueoBek, Ha
BCKPBITHHU HE BbIAABJIEHO O9aroB HEKpO3a cepne‘{Hoﬁ MBIIIIIBI,
CTEHO3UPYIOIIETO aTEPOCKIEPO3a KOPOHAPHBIX apTEPUI MIN
CrasMa KOpOHapHBIX apTepuiil (creHokapnus Prinzmetal),
6ostee XapaKTEepHOTO jId JUIl MOJIOAOTO BO3pacTa. KpOMe
TOTO, OTCYTCTBOBa/JIM IIPU3HAKU KOPOHAPHOTO Tp0M603a,
04aroBoro u 1@ @ysHoro KapaHoCKIeposa, runeprpodun
CepIeYHOM MBIIIIIIBI C JUIaTallei II0JI0CTeN CepAlia, OCTPOro
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BEHO3HOTO [TO/THOKPOBHS BHY TPEHHUX OpraHoB [6; 7). Taxoke
He 6bII0 O6GHAPY’KEHO APYTUX BUOUMBIX IPUIUH HACTYIUIE-
HUSI CMEPTH.

Jl/1st U3y4eHusi B CBETOBOM U 3JIEKTPOHHOM MHUKPOCKOIIE
Marepuas pukcuposanu B 10% dbopmanite ¢ nobaBreHneM
docdarnoro 6ydepa ¢ pH +7,2. [Ipu uccnegopanuu Ha
CBETOBOM YPOBHE MaTepHasl ITOABEPraan 06e3BO>KUBAHUIO
B CIIHPTaX BO3PaCTAOLIeil KOHI[EHTPAI[UH U KCUIONIA C TI0-
CJIenyIoLeit 3aIMBKOII B apadut. [IpurotoseHHbIe Cpesbl
OKpAIlIMBa/IN TeMaTOKCUINH-303MHOM 1 IIPOCMATPHUBA/IM Ha
Mukpockorte Ileiic «Axiomat» ipu yBenmdenuu 100 X 10.

J1st MccenoBaHusa MaTepraa Ha 3JIeKTPOHHOM YPOBHE
KYCOYKH CEPAEIHO MBIIIIIIBI TOC/TE PUKCAITUU B GOpMannHe
OTMBIBa/IX B 3-X cMeHax ¢ocdaTHOro 6ydepa ¢ caxaposoit
1o 1,5-2 gaca B Ka)X[0I. 3aTeM KyCOYKH 00e3BOXKUBAIH B
CIUPTax MOBBIIIAOIIEH KPEIIOCTH M KOHTPACTUPOBAIU B
1-2% pacTBOpe ypaHU/IALleTaTa, PACTBOPEHHOTO B 70° criup-
Te, B TeueHUe 12-18 vacos npu t +4° C, 3ateM B alileTOHE CO
criuproM (1:1) 1 B uncToMm auetoHe. [Toce yero momeranu
MaTepHaI B 9II0H-apaIAUTOBYIO CMECh CMOJI € atleToHOM. [list
IIPOBEIEHUS STeKTPOHHOCKOIIMIECKOTO aHa/IM3a TOTOBHIN
YIBTPaTOHKHE CPE3bI.

JJ1s1 MOJIEKY/ISIPHO-TeHEeTHYeCKUX MCCIeNOBAHUI U3
HeUKCHPOBAHHOTO MaTepHasa, IOJyYeHHOTO [P ayTOIl-
cun, Bergensin JHK B coOTBeTCTBHU € IPOTOKOIOM ISt
HabopoB ¢upmer «[JHK-TexHoMOTMA» U 3aTEM MPOBORMIN
aMIUTU(UKAIIUIO C TOMOIIIBIO HAGOPOB TO¥ ske PUPMBI TS
orpeneeHust TOMUMOPGU3MOB TeHOB, CBSI3aHHBIX C Pa3BU-
THEeM TPoMOOGbWINY U apTepUanbHOi runepTeHsun. Kpome
TOTO, omnpenensuin nonumopdusmel renoB MTHFR (677
C>T), (1298 A>C), MTR (2756 A>G) u MTRR (66 A>G),
KOTOpBIE B C/Ty4ae OOHAPYKEeHHsI B HUX OMHOHYK/ICOTHAHBIX
3aMeH, MOTYT YCHIMBATh AeHCTBHE TOMUMOP(U3MOB TeHOB,
ACCOIMUPOBAHHBIX C pa3BuTHeM TpoMbodumuu [8].

Pe3ynbTatbl U UX 06cyXaeHune

JlaHHBIe MOJIEKY/IIPHO-TEHETHYECKOTro aHaau3a. [1pu
MOJIEKY/ISIPHO-TeHETHYECKOM HCCIeNOBaHUN OMUMOPHU3-
MOB I'€HOB, aCCOLIMHPOBAHHBIX C pa3BUTHEM TpoMboduny,
BBISIB/ICHBI OTHOHYK/ICOTHIHBIE 3aMEHBI IT0 000MM aJUIe/IAM
B rete PAI serping-1 675 (5G>4G). XopoIII0 U3BECTHO, YTO
npu nonumopdusme 5G/4G u 4G/4G rena uHrHOUTOpA aAK-
THBaropa IiasMuHoreHa-1 tuma (PAI 1 wiu Serpine 1 gene)
IIPOMCXOMUT YCHIEHUE IKCIIPECCHU 3TOro reHa. [omosurora
4G/4G, siBnsteTcst PaKTOPOM PHUCKa I/Is1 Pa3BUTHSI TPOMOO30B,
nHpapKTa MHOKapa, CEMENHOMN MPenPacloIoKeHHOCTH K
HBC [9-12]. Kpome Toro, BapuanT 4G/4G nipenpacioaraer
He TOJIbKO K IIOBBIIIEHHUIO PHCKa TPOMOO30B, HO M K OXKH-
PEHMIO U IOBBIIIEHUIO YPOBHsA XojecTepuHa. bosee Toro,
TOpMOXKeHHe GUOPHUHOMM3A ¥ TaKUX JIIONEH IPUBOAUT K
3HAYUTE/IBHOMY PUCKY JIETQIBHOCTU B pe3y/IbTaTe CerTuye-
CKUX UH}EKITHIL.

[Tpu uccnegoBaHuK MOMUMOP(PU3ZMOB IeHOB, acCo-
IIUMPOBAHHBIX C Pa3BUTHEM apTePHaIbHON TMIIEPTEH3UH,
BBISIBJIEHbI OJTHOHYK/JIE€OTHUIHbIe 3aMeHbl B reHe AGTR2
(1675 G>A) (peuenrop 2-ro Tuma [t aHruotensuHa II).

CHIDKeHNe YPOBHS PEleNITOPOB B KPOBU M YaCTUYHAS IIOTEPS
UMU QYHKIUI IPUBOAUT K CHIDKEHHUIO YYBCTBUTETBHOCTH
COCYIUCTO¥ CTEHKH K IIPECCOPHBIM BJIMSHUAM MEIHAaTOPOB
C OIHOBPEMEHHBIM YMEHbIIIeHHeM IPOIYKIIMH Ba3ooH/IaTa-
TOPOB, TAKUX Kak okcup azora (NO). Okcun azora (NO) sB-
JISIETCSI OCHOBHBIM 9H/IOTE/TMATbHBIM (DAKTOPOM peakcaruy,
Y4YacTBYIOIIUM B ITOJ/Iep>KaHUH TOHYCA COCYUCTON CTEHKHU.
B cunTese NO B 9HIOTEINN U, CIEIOBATEIBHO, B PETY/ISIINH
COCYIHCTOTO TOHYCa, KPOBOTOKA M aPTE€pUa/IbHOTO JIaBJICHUs
y4acTByeT KOHCTHUTYLIMOHA/IbHAs 9HOoTeuatbHast NO-cHH-
tasa 3-ro Tuma (NOS3, cunonnm eNOS) [13; 14]. Hapyruenue
BCeX 3TUX (QYHKI[HIT aCCOLIMUPOBAHO C MOBBIIICHNEM PHUCKa
pasButus UBC.

Yro xacaercst renoB MTHFR, MTR u MTRR, B HUX BbI-
SIBJICHBI TeHeTUYeCKHEe MapKephl B BUJIE TeTePO- U TOMO3HTOT.
W3 murepaTypHBIX HMCTOYHHKOB XOPOIIIO H3BECTHO, YTO CHU-
JKeHHe (PyHKIIMOHATBHOI aKTUBHOCTH (pepMeHTa METH/ICH-
TeTparunpodoaaTpenyKTassl, HabmogaeMoe Ipyu HaIHIHH
ONHOHYK/IEOTHIHBIX 3aMeH, 0COOEHHO B BHE TOMO3HUIOT,
HNPUBOIUT K PUCKY BOSHUKHOBEHUs KapIUOBACKY/ISAPHBIX
3abonmeBanuit B MomonomM Bospacte [11-13]. Kpome Toro,
reHeTHYeCKHe MapKepbl, perucTpupyemble B rene MTRR,
MOTYT YCWIMBATh IEHCTBHE FTeHETHIECKUX MapKePOB B BUJIE
OITHOHYK/IEOTUIHBIX 3aMeH, BbIAB/IeHHbIX B reHe MTHEFR.

[laHHble mopdhonornyeckoro aHanu3a Ha CBETOBOM YPOBHE
uccnepoBaHusa

CrenyeT OTMETHTD, ITO OIHUCATeIbHass MOPGOIOrUs
muokxapaa u npu BCC, u npu uieMuyeckoi KapauoMuU-
ONIaTHH M3y4YeHa NOBOAbHO IOApOo6HO. OOHAKO CBemeHU
O CTPYKTYPHBIX IOBPEXKIEHUAX CEPIEYHON MBILIIBI IIPH
KOMOPOHIHOII [TATOIOTHH, TO eCTh Ipu HacTyIwieHuu BCCy
6O0JIBHBIX C HIIIEMUYEeCKOT KapIHOMHOIIATHEN, IBHO HETOCTA-
To4HO. OCO6eHHO MajI0 MOP(HOMETPUIECKUX HCCTETOBAHMUIT,
MO3BOJISIOIINX IOMTYyYUTh OOBEKTUBHYIO XapaKTePUCTHKY
COCTOSIHMSI MMOKap/ia ¥ KOJIMYeCTBEHHO B TUHAMUKE OIIHCBI-
BAIOLIMX MaTePHUATbHBIN TATOMOPQOTOrHIeCKuit CybcTpar
K/IMHUKO-(U3HOTOTMIECKHUX HaPYIIIeHHU I [IPH JaHHO [1aTO-
norui [14]. Yto xacaeTcst MOPGONIOTrHIeCKUX HCCIETOBAHUII
IIPH KaHA/IOTIATHAX, TO UX ellle MeHbIlle. OT4aCcTH IPUINHOM
ABJISIETCS TOT (BAKT, YTO PSA aBTOPOB OTMEYAIOT HEBO3MOXK-
HOCTb 0OHAPY>KeHNUs IOBPEKACHHUS KAPOHUOMOLIITOB Ha CBe-
TOOITUYECKOM YPOBHE UCC/IENIOBAHS B CBA3H C YPE3BBIYAIHO
KOpOTKUM riepuonoM rubenu npu BCC [15].

VIMeHHO M03TOMY TaHHBIX 06 0CO6EHHOCTSIX TOIOTpa-
¢bun, xapakTepe MOBPeXIEHUI KapIHOMHOLIUTOB, H3MeHe-
HUAX MUKPOLUPKY/ISPHOTO PYyCIa IPH 3TOH MATOJNOTHH B
JIUTEpaType KpailHe Majio, B OTJIMYMeE OT UCC/IEIOBAHMIA, T10-
CBSIILIEHHBIX TATOMOP(OIOrHIeCKUM U3MEHEHHUSIM B MHOKap-
ZIe IIpY HILIeMUH, KOTOPBIX, Ha060poT, focTaTouno. Hanbosee
H3Y4eHHBIMHU U TOAPOGHO ONHMCAHHBIMHU SIBJISIOTCS IIPEICTaB-
JieHust 06 UILIEMUYeCKOi THOenN KapAOMHUOLUTOB.

Muoxkapz 60mpHBIX yMep1uXx o Tuny BCC xapakTepu-
30BaJICSI UISMEHEHMSIMH KaK CO CTOPOHBI KapIHOMHUOLIUTOB
(bparmeHTaI U, TUCCOLIUALNS, H3BUTOCTD, HCTOHUEHHE,
IOUCKOMIUIEKCAIIHSI ), TaK COCYIOB U CTPOMBI. B 3-x cywasx
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(10%) oHU 6BUTM MUHUMAIBHBI U MIPEICTaBIeHbI 04arOBO
C1abOBBIPAKEHHOM (pparMeHTaIel K U3BUTOCTHIO MbIIIIEY-
HBIX BOJIOKOH, B OCTa/IbHBIX 27 (90%) — MMe/ U JOCTaTOYHO
BBIPA)KEHHBIIT XapaKTep, TPeCTaBIeHHbIIN Pa3TNIHOI CTelte-
HU BBIPOKEHHOCTH U3MEHEHHIT KapAUOMHUOIUTOB, COCYLOB
U CTPOMBI.

Bce u3MeHeHNUs MUOKapia MOKHO Pasfie/InTh Ha 2 TPyII-
TIBIL:

- IpeMOpTajbHbIC — PasBUBLLIHECS B [IPOLECCe YMUPAHUS
MalueHTa;

- ¢boHOBBIe — MMeBIIHECs ¥ OOIBHOTO paHee.

K nepBbIM oTHOCSATCS DparMeHTANVsI, TUCCOIMATIHS,
nepepacTsLKeHHEe OTAETbHBIX MTyYKOB KapIUOMHUOLUTOB,
ITOJTHOKPOBHE COCYIOB, KpoBousnusHus. Ko BTopsiM — pac-
TSDKEHHe U HCTOHYEHNEe KAPTUOMHUOIIUTOB, IPU3HAKU Kap/u-
ockeposa [16-18].

B craBmem kmaccuueckuM tpyne Ilnmepmaunr M.I.
(1981 r.) maeT HECKOITBKO BAPUAHTOB rU6GETH KAPTHOMHUOIIH-
TOB, B OCHOBE KOTOPbIX JIe)KaT U3MeHeHUst MUObUOpULT:

a) IIBIOYATHII pacan MUOPHUOPHUT, XapaK TePUSYIOLIUIICS
MO3aUYHBIM IIePeCOKPAIIEHUEM CAPKOMEPOB, TU3UCOM
HECOKPATUBIIIMXCS YIACTKOB MUOGUOPHIT U 3aBepIiia-
OIIHIICS POKATBHBIM KOATY/ISIIIMOHHBIM HEKPO3OM;

6) KOHTpPaKTypHBIE ITOBPEXAEHHUS, 3aKTI0YAOIIHeCT B
CTOMKUX TOTAJIBHBIX WIH OYATOBBIX IE€PEeCOKPAIEHUAX
MuobUOPUIUT C BpeMeHHO WIM OKOHYATETbHON ITOTepeit
KOHTPaKTUIBHON CIIOCOOHOCTH KapaHOMUOLIUTOB [19].

B nccenoBaHHOM HaMU MaTepuasie BCTPeYaTuCh Bapy-
QHTBI IPEUMYILIECTBEHHO I/IbI6YaTOro paciana MHOGUOPHUIL.
Tak, bparmentanus kapauomuonuTos (Puc. 1) Bctpedanach
B 60/IpIINHCTBe CTy4aeB (28 manueHToB — 93,3%).

Huccornuanust KapIUOMHUOIIMTOB HAOMIONAIACH TOITBKO
y 3-x manueHToB (10%), HO BO Bcex CTydasx OHa ObLla BbI-
paKeHHas: KPyITHOOYaroBasi.

[lepepacTsiKeHHe OTOENTbHBIX ITYYKOB KapIHOMHOIH-
TOB UMeJIO MeCTO y 14 marueHToB (46,7%),y 9 U3 KOTOPBIX
(64,3%) 0HO 6BHUTO METKOOYATOBBIM MUHUMATBHO BBIPAXKEH-
HBIM, a y 5 (35,7%) — uMeIo XapakTep KPYIHOOYaroBOro
YMEepPeHHO BBIPAKEHHOTO.

[ToMHOKPOBHE COCYIOB MUKPOLUPKY/ISTOPHOTO pycia
BBISIB/ISIOCH IPUMEPHO B TPeTH Crydaes (9 4ern.), B 1 crydae
HapyIleHre KpOBOOOPAIIleH S XapaKTePH30BAIOCh HaTHIH-
€M KPOBOU3/IHSHUIL.

Pactsxenue u uctonvyenue Kapauomuornutos (Puc. 2),
OTIpeie/IsIBIIIMeCsT Y TOJIOBUHBI TPyInbI (15 wert.), uMenu xa-
paKTep MPEeUMyIIeCTBEHHO HeBBIPAKEHHBII MEIKOOYarOBbIit
(11 wen. — 73,3%).

HuckoMIiekcanusi KapIUOMHOIIUTOB B popMe mepe-
CevYeHHs MBIIIEYHOTrO IUIACTA MyIKaMH KapIHOMHOIUTOB
(Puc. 3) Opu1a BBIABIEHA y 2-X yMepIIuX (6,6%).

Menkoo4aroBelii Kapauockiepo3 6pUI 06HAPYKeH
y 13 manuentoB (43,3%), y 2-x u3 Kotopsix (15,4%) on
HMeJl XapaKTep MPEeUMYIIeCTBEHHO MEePUBACKYISAPHbI,
y 3-x (23,1%) — nepumyckymsapusiit (Puc. 4), y ocrans-
HBIX 8 (61,5%) — KOMOMHHMPOBaHHbIN, C paspacTaHHEM
COENMHUTEIBHON TKaHU BOKPYT COCYIOB M MEXAY Kapauo-

N

Puc.1. ®parmeHTaums KapamoMnounToB. eMaToKCUANH 1 303uH, X 100.

Puc. 2. PacTseHue 1 UCTOHYeHMe KapanoMUOLMTOB. [eMaTOKCUANH 1 3031H,
x 200.

Pue. 3. [Juckomnnekcawus KapLnoMuoLmMToB B (hOpMe NepeceyeHnst MblLLgYHO-
ro nnacTa ny4ykamu KapamoMmnoLnToB. femMaToKCUuMH 1 303uH, x 400.
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Puc. 4. epumycKynsipHblil KAPAMOCKEPO3. [eMaToKCUANH 1 303uH, X 200.

MuonuTamu. [1o cTerneHn BBIPAKEHHOCTH KapIHOCKIEPO3
ObUI IIpeNCTaB/IeH IPUMEPHO OIMHAKOBBIMU IPYIIIAMHU CO
c1aboBBIPaKeHHBIM (7 MalueHToB — 53,8%) 1 yMepeHHBIM
(6 mareHTOB — 46,2%) XapaKTepPOM.

INeKTPOHHO-MHUKPOCKONUYECKHUIA YPOBEHb MCCNEA0BAHUA

[IpuHSATO BBIIEAATH 3 CTAAUU MOBPEXIEHUI B cep-
neuHoit Meimine mpu BCC Ha 97eKTPOHHOM ypOBHE HCCTe-
moBaHUs: | cTamus — ycuieHHe aHM30TPOIMU OTHETbHBIX
y4acTKoB MUOPUOpHLT, II cTanns — cOmmKeHre A-THCKOB ¢
ITOBBIIIIEHHO aHU30TPOIIHEIT, YTO IIPUBOAUT K YMEHBIIICHHIO
TomuHel | -guckos, 111 cragus — A-IUCKU CIMBAIOTCS B
CIUIOIIHOM aHU30TPOITHBII KOHITIOMepar [19].

[Ipu uccIenoBaHNU CepieYHOI MBIIIIIIBI Ha 9JIEKTPOH-
HO-MHKPOCKOIIMYECKOM YPOBHE B TaHHOM HCC/IETOBAHHU
ITOJTyYeHBI PE3Y/IbTAaThl, IOATBEP>KAAIOIINE B 11e/I0M OIIHCa-
HHUe MOP()OIOTHH CepaeIHOI MBIIIIBI HA CBETOBOM YPOBHE.
KiteTKu ceprevHO MBIIIIIIbI HIMEIOT 0OBIYHOE, XaPaKTEPHOE
IUIS HOPMaJIbHOM TKaHU CTPOEHHE, OMHAKO BBISBIAIOTCA U
HEKOTOpbIe 0COOEHHOCTH.

Tak Ha puUCYHKe 5A BHIHO, 4TO 6O/bIIas YacTh MU-
0obubpuI coxpaHeHa, BUAHBI Z- TUCKU, BOKPYT IYYKOB
MuoGUOPUIT HaGMIOMAETCSI MUOIU3, KOTOPBIIT He UMeeT
0COOBIX MOP(DOTOTHYECKUX TIPU3HAKOB TOKCHYECKOTO BO3-
neiictBus [1; 14].

Ha pucynke 5b npencraBieH KapgHOMHOLIUT C 2-Ms
SIIPaMH, COeMUHEHHBIMU XPOMATHHOBBIM MOCTHKOM, pac-
ITOJIOYKEHHBIM CPeNH IIyYKOB MHOGMUOPH/LI € COXpaHEHHBIMU
Z-IUCcKaMu, KOTOpble 0COOEHHO YeTKO TMOKa3aHbI B pabore
[20]. Mexny myukamMu MHOGUOPUIT BUAHBI OOIIMPHBIE
30HbI MUOJIU34.

B T0 >Ke BpeMsi, TPU HCCIeOBAaHUHU MaTepHaa, IOy deH-
soro npu BCC B pesy/srare HILIeMHIeCKOI KAPIHOMHOIIATHH,
C TIOMOIIIBIO TOISPU3AUOHHON MUKPOCKOIIUH, BBIsSIB/IEHBI
BBIpa)KeHHbIe M3MeHeHUsI MUOGUOPUIT KaPIUOMHUOILIUTOB
HMHTPaMypasbHOTO C/1051. BeisiBisieTcs rpy6ast BomHooOpasHast
nedopManyst MBIIIEYHBIX BOJIOKOH, HapyIlIeHHe KIeTOYHBIX
KOHTAKTOB C MCIe3HOBEHHEM IIOMIEPEYHOIT UCUEPUEHHOCTH.

Puc.5. 3neKTPOHHO-MMKPOCKONMYECKOE MCCNefjoBaHNe CEpPAEYHON MbllLa
npu BCC. A — coxpaHeHHble Z-anckn, x 8000; b — ABysaepHbIiA
KapanommoumT, x 5000; B — KoHTakTbl Kapguommuouutos, x 8000.

Taxoke HaOTIORAIMCH MHOXKECTBEHHBIE 09ark KOHTPAKTYPHBIX
nospexaenuii 11, Il creneny, ucuesHoBeHHE aHU30TPOIINH,
roMOreHu3anus MUO(PUOPUIUT, UX TIEPBUYHBIN TIBIOYATHII
pacman ¥ yJacTKM MHOLIMTOIN3a, YTO 6ojIee XapaKTepHO
IUIS1 MIIIEMUYeCKOT 60me3Hu [14], T.e. JOCTATOYHO SPKO BbI-
pakeHHbIe MOP(DOIOTUIECKUE U3MEHEHS], B OT/IMYHE OT TeX,
KOTOpbIe HabmonaoTcst B kKapauomuoiutax mpu BCC mpu
(atanbHBIX KAPAMOMHOKAHATOTIATHIX.

Ha pucynke 5B mmokasaHa 06/1acTb KOHTaKTOB MeMOpaH
KapAHMOMHOIIMTOB — BCTAaBOYHbIE TUCKY, IPEACTAB/ISAIOIIe
coboit JBOVHYIO MU3BWINCTYIO JIMHUIO. BcraBouHbIil guck
— MeCTO COelMHEHHUS JIByX KapOUOMHOLUTOB CepHeyHO
MBIIIIEYHOI TKaHU, CIIelIHaTbHOEe KOMIUIEKCHOE MEXXKJIe-
TOYHOE COefUHEHUeEe, COCTOsIee U3 HECKONbKUX BUIOB
MEKK/IETOYHBIX KOHTAKTOB, 61aroiapsi KOTOPbIM MHOKapII,
COCTOSAIIUI U3 OTAENbHBIX KJIETOK, paboTaeT KaK eqUuHbBII
(yHKIIMOHATBHBIN CHHIIUTHI, B KOTOPOM BO30y)XX[eHHE B
OIHO KJIETKe BelleT paclpOCTpaHeHNe TOTeHIHaA IeHCTBUS
Ha Bce ocTaybHble. [ToTeHIMan neficTBUs KapaAuOMHUOIIUTA
JKeJTyIOYKOB Pa3BUBaeTCs IOC/e MPUXO/a UMITYIbCa BO3-
Oy>XzeHUs1 OT BOMOKOH IIypKuHbe WK depe3 BCTaBOYHBIE
IUCKU OT COCETHUX KapAMOMHOIUTOB. B MaHHBIX IIperapa-
Tax He HaOMIOMAeTCA YEeTKUX M3MEHEHUI 9TUX KIETOYHBIX
KOHTAaKTOB.

Kak mpaBwio, mOYTH Ha BCex IIpernapaTax MUTOXOHIPUHU
HUMEIOT CBET/IBII MAaTPHUKC, BCIENCTBUE ITOUYTH ITIOJTHOTO pas-
pyieHust KpUCT. [IpHIMHO 3TOMY MOXKET OBITH ITPOOIKH-
Te/IbHOCTb BpeMeHH, ITPOLLIeIIero OT MOMEHTa HaCTyTIIeHUA
cMepTH 1o Havana dpuKcauu MaTepuana. MUTOXOHIPUH
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MOP®OIOM4YECKIE OCOBEHHOCTI MUOKAPLA NMPW BHE3AMHOW CEPAEYHON CMEPTU

€O CBETIBIM MaTPUKCOM MOYKHO BUJIETH B IIPABOM BepXHEM
YTy pUCYHKa 5B.

BbiBoabl

1.

MonekynsipHO-TeHeTUIeCKOe HCC/IeIOBaHNe T€HOB TPOM-
60duIMN U THIEPTEH3UN BBISBUIN MTOTUMOP(U3MBI B
BHJIe TOMO3UTOT II0 aJUIEJISIM «PHUCKa» TOJIBKO B eHaX
PAI-1, AGTR2 (1675 G>A), NOS 3 u B rene MTHFR.

Ha cBeTOBOM YpOBHE MCC/IEOBAHUS IIPU HACTYIUICHUH
BCC BbIsB/IeHBI YIaCTKH MBIIIEIHOTO BOTOKHA ¢ POKY-
CaMU HEKOPOHAPOT€HHOT'O MHO/IM34, Pa3MbIThle KOHTYPBI
IIUTOIUIa3MbI KapIHOMHOILIUTOB, YYACTKH C XaOTHYHBIM
PacIoIoKeHeM OTAE/IbHBIX MBIIIIEYHbIX BOJIOKOH U OT-
€KOM MHTEepCTHIIHSL.

Ha snextponHoM ypoBHe ucciegoBanus npu BCC B
OT/IM4YME OT HOPMaJIbHOM CePHEeYHOI MBIIIIbI BBISAB-
JIeH MHOJIU3, YaCTUYHAsI aHU30Tponuss MHODUOPHIT U
pasIMyYHble CTaJUU PaspyLIeHUss MHUTOXOHIPHAIbHBIX
KPHCT.
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