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B natoreHese cepaeyvHO-cocyoucThix 3abonesa-
Hun (CC3) ocoboe 3HayeHMe UMeEeT HapylleHue Me-
Tabonuama OMOreHHbix amuHoB. 1o NUTepaTypHbIM
NUCTOYHMKaAM Mpu  uwemudeckon OonesHn cepaua
(MBC) oTmeuvaeTcsa BbICOKOE coepXaHue Katexona-
MuHOB (KA) B nmnasme KpoBW M MOBbILEHHAsS UX 3KC-
kpeumns ¢ moyon. KA, Bblgensisicb B U36bITOYHOM KO-
nnyecTBe, Kak OMOXMMWYECKUM aKTMBHble BeLLecTBa,
MOryT OKa3sblBaTb CYyLLECTBEHHOE BIUSHWE Ha pa3Bu-
Tne 3aboneBaHUs U ero OCrOXHEHUIA CepaeYHOM He-
poctatoyHocTu (CH).

Llenb pa6oTtbl. Onpegenexune y 6onbHbix CH ne-
Ty4Ynx MeTabonmMToB GUOrEeHHbIX aMUHOB — BTOPUYHbIX
ankMnaMmvHoOB (AM3TUNAMWUH) B BblAbIXaeMOM BO34yXe
(BB), obpasytowmxcs B pesynbrate ge3aMuHMpoBa-
Hus KA. [Ina onpepenexHna gmatunamuHa B BB wnc-
nonb30oBanu KonopuMMeTpuyeckue M rasoaHanutunye-
Ckvne mMeToabl.

Martepuan u metopgbl. Viccneayemble OOmnbHble
(40 yen.) B ycnoBusax ctaumoHapa paH4oMU3NPOBaHbI
Ha 2 rpynnbl: NepByto rpynny (KOHTPOnbHas) cocTaBu-
nn 20 KNUHUYECKM 300POBbIX MYXYMH B BO3pacTe OT
30 go 44 nert; BTOpPYIO rpynny — 14 Myx4uMH B BO3pac-
Te 32-50 net ¢ CH.

Mony4yeHHble npobbl BB nytem Tepmoperasaumm
OLleHMBanNUCb C NOMOLLbIO razoaHannsaTtopa amMuHOB.
O6cnepoBaHue 6onbHbix CH mpoBogunocb npu no-
CTynneHun, ganee npu BbinucbiBaHnn, Ha 10—12 cyT-
K1 nocne neyeHus.

Pe3ynbraTthbl U 3aknio4veHue. B rpynne knuHuye-
CKM 3[00POBbIX MYX4YMH NnokasaTtenb fneTyynx ammHoB
B BB coctaBun 74+2x10-° r/n. MakcumanbHbIA ypo-
BEHb NeTy4Ynx MeTabonmuToB GMOreHHbIx ammHoB B BB
BO BTOPOW rpynne pernctpupoBarncs Ha nepsble CyT-
kn n coctaBun 207 £42x10-° r/n, yto Ha 179,7 % npe-
BbllLaeT ypoBeHb KOHTponsa. A Ha 10-12 cyTku ypo-
BEHb AMaTUNaMuHa onyctuncs ao 160+£37x10-° r/n.

MoBbiWeHHOe cogepxaHue AuatunamvHa B BB
CBA3AHO C HapyleHWeM (YHKUUU cuMnaTuko-agpe-
Hanosow cuctemsl (CAC) npu CH. B HacToswee Bpe-
MS MPUHATO cuyuTaTb, YTO B pe3ynbrate Ae3aMuHU-
poBaHua KA o06pasyloTcsi BTOPUYHbLIE arnKuiamMuHbl,
B YaCcTHOCTM AuaTunamuH. B npouecce nepekncHoro
oKkucrneHmss nunugoB obpasytoTces WwruddoBble OCHO-
BaHusa (LWWO). MNpu KNeTo4YHOW FMMOKCUMK, B YCIOBUSAX
casura CAC 1 noBbllWEHNS KOHLEeHTpauum agpeHanu-
Ha (A), WO npespaliaoTca BO BTOPUYHbIE ankunamm-
Hbl. Kak n3BecTHO, cTpeccoBas cutyauus ycyryonset
TMMOKCMIO, KOTOpasi CNocOBCTBYET MOBLILEHUD KOH-
ueHTpaumm A n ogHoBpeMeHHo ctumynupyeT [1OJ1.
CrnepoBaTtenbHO, yBenuyeHme KoHueHTpauum WO n A
npuBOAMT K 06pa3oBaHWM0 BTOPUYHBLIX aMUHOB. [aH-
HbI 3(pPEeKT CyLIEeCTBEHHO MOBbLIWAET KOHLEHTpa-
LMI0 anKUIiaMMHOB, B YaCTHOCTM AN3TUNAMMHA.

3akntoyeHue. [lonyvyeHHble Hamu pesynbTaThbl
C Y4eTOM [aHHbIX nuTepaTtypbl CBMAETENbCTBYIOT O
HeobXO0AUMOCTM BeOEHUS KOHTPONSA 3a COCTOSIHMEM
CAC y 6onbHbix CH.
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Llenb pa6oTtbl. OueHKka BbKMBAEMOCTU U aHanu3
(hakTOpPOB, aCCOLMMPOBAHHbLIX C HebnaronpusaTHbIMU
ncxogamm B Koropte 6enopycckuMx naumeHToB C ru-
neptpoduyeckon kapgmomuonatunen (FKMIT).

MaTtepuan u metoabl. KomnnekcHoe ob6cnego-
BaHue, BkntovaBwee IxoKl, MPT cepgua, XM O3KT,
BbinonHeHo 306 nauveHtam ¢ TKMIT (199 MyxumH
n 107 XeHLWMmH, cpegHuin Bo3pacT — 46,5+12,8 ner),
KoTopble Habnwganucb B PHILU «Kapanonorus» ot
ogHoro roga go 10 net (meguaHa — 5,5 ner). leHo-
TUNUPOBaHNE METOAOM BbICOKOMPOU3BOAUTENBHOIO
cekBeHnpoBaHusa (NGS) BbinonHeHo y 85 nauneH-
ToB. [eHeTuyeckne gedekTbl BbisBneHbl y 82 (96,5 %)
naumeHToB B reHax MYBPC3, MYH7, MYL2, TPM1,

ACTC1, TNNC1 u MYL3. 3a nepuog HabnwoageHus
y 47 (15,4%) nauueHTOB ObINM 3aperucTpupoBaHbl
HebnaronpusaTHble COBObLITUA M UcxoAbl: BHe3anHas
cepaeyvHasa cmepTb (BCC) passunacb y 16 naumveH-
TOoB, B ToM yucne BCC c ycnewHon peaHumaumen u
mMmnnaHtaumen KO — y 7 naunmeHToB; netarnbHble Uc-
X04bl BCReACTBME MNPOrpeccupoBaHnNs XPOHUYECKON
cepaeyHon HegoctaTovHoctu (XCH) — y 7 nauuen-
TOB, B TOM YucCfne B paHHeM nepuoge nocre TpaHc-
nnaHtaumm cepgua — y 1 nauyueHTa; rocnutanusa-
uma BcrnegcTeue nporpeccupoBaHma XCH pgo 1l &K
NYHA —y 24 (7,8 %) naumeHToB. B aHanuse BbhkuBa-
€MOCTU oueHMBanu Takue mcxopabl, kak BCC, cmepTb
WUnu rocnuTanusauus, cesidaaHHble C NporpeccupoBa-
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Hnem XCH, M KOMOWHMPOBAHHYK KOHEYHYH TOYKY,
BKIIOYAIOLLYIO BCE MCXOAbl Y COObLITUS.

Pesynbrathl. MatunetHas BCC-BbxuBaeMocTb B
nccnegyemon koropte coctaBuna 92,2 %. MHorodgak-
TOpHbIA aHanua nokasan, 4to Hanuune ®K XCH Il
NYHA (OP - 2,5; 95% OW - 0,9-7,0, p = 0,05), Hanu-
yne pubpunnauumn npeacepaun (OP — 4,6; 95% AN
- 1,9-10,8; p=0,0005) n 6ann pucka BCC no wkane
ESC-2014 (OP 1,2; 95% OW 1,1-1,3, p = 0,0004) 6binn
3HaYMMbIMKM NpeauKkTopaMn pucka Hebnaronpuat-
HblIX McxogoB y nauyueHtoB ¢ KMI. B gononHeHue
K obLwenpuHATbIM hakTopam pucka Haubonbluee
BNuAHMEe Ha puck passutua BCC okasbiBan nokasa-
Tenb obbema pubposa muokapaa 215% no AaHHbIM
MPT cepgua C OTCPOYEHHbIM KOHTpACTUPOBaHUEM

(OP 12,0; 95% O 1,6-91,0, p=0,002). KymynaTtue-
Has BbKMBaeMoCTb No kpueon KannaHa — Maiepa
nokasana 3HadMMble pas3nuuns B rpynnax naumeHToB
c obbemom mbposa meHee 15% n Gonee 15% (log-
rank,p=0,002). [dononHuTenbHbIMKU akTopamu pu-
cka nporpeccupoBaHns XCH gaBnsnocb yBenuyeHue
obbema dunbposa muokapaa no gaHHbim MPT Gonee
20% (OP - 23,3; 95% OV — 7,3-74,8, p=0,001). Te-
HOTWUM MO3UTUBHbIE MaUMEHTbl ObINN He3aBUCUMbIMU
dakTopamu pucka ansg Bcex ucxonos n cobbitun (log-
rank, p=0,01 no kpmueon KannaxHa — Mawnepa).
BbiBoabl. BbisiBNeHHble MpeaukTopbl puUcka He-
6rnaronpuATHLIX MCXOO0B MO3BOMSAT CBOEBPEMEHHO
naeHTUruMpoBaTb NaUMEHTOB BbICOKOrO pucka MU
NPOBOANTbL UM NPOUNAKTUYECKNE MEPONPUATHUS.
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LUens wuccnepoBaHua. OueHUTb U3MEHEHUS
YHKLUUN NOYEK U SHAOTENUS NMPU XPOHUYECKOW Cep-
nevHon HegoctaTtodHocTu (XCH).

MaTtepuan u metoabl. O6cnegosanbl 132 nauum-
eHta ¢ XCH II, lll ®K nwemnyeckoro reHesa (cpea-
HuUM BospacT — 60,4+7,3 roga). JaBHOCTb nepeHe-
CEeHHOro KkpynHoo4arosoro (¢ 3ybuom Q) uHdapkTta
Munokapga — 4,05+3,25 roga. Bcem nauymeHTam npo-
BefeHo obLieknuHu4yeckoe nccnepoBaHue. Ynerpa-
3BYKOBOE McCcrnefoBaHue cepaua npoBedeHO Ha
annapate Vivid-7, cdpakuma Bbibpoca neBoro xeny-
pouka (PB JIXK) cocrtaBuna 50,8+7,59%. lNpusHa-
kn XCH @K Il onpegensnuce B 56,8 % cnyvyaes (®B
JK 52,1+5,08 %), ©K Il — B 43,2% cny4daes (®B JIXK
47,2+6,58%). MNaumeHTbl c 3aboneBaHUMsAMU MNo4Yek
n/vwnu 3HOOKPUMHHOW naToforven B uccrnegoBaHue
He BKNw4Yanucb. YpoBeHb uuctatuHa C onpepge-
nanuM ¢ ucnonb3oBaHnem HabopoB Randox (Hopma
o 1,05 wmr/n), ypoBeHb anbda-1-mukpornobynmHa
(AMM) B Mo4ye — meTogOM MpsAMOro TBepaodasHoro
UMMYHO(EPMEHTHOIO aHanuM3a C WCMOoJfIb30BaHMEM
napbl MOHOKNOHanbHbIX aHTUTEN UPA-ATM (Hopma
o 10 wmr/nm). CkopocTb kny6ou4koBoW GunbTpaunm
(CK®) no uuctatuHy C paccuutbiBanu no dopmy-
ne: CK®=-4,32+80,35/unctatud C. NccneposaHue
BA30MOTOPHON (PYHKUUM 3SHAOTENUS NPOBOAMMOCH
no metoay D.S.Celermajer, onpegeneHne ckopocTtu
pacnpocTpaHeHunsa nynbcoBon BonHbl (CPIB) — ¢ no-
MOLLbIO KOMMblOTEPHOro komnnekca «WMmnekapa-M”
(Hopma go 10,2 m/c).

PesynbraTtbl. Y 63,6% o06cnenoBaHHbIX nauu-
€HTOB BbISIBMIEHO HapylleHne knyb6oykoBon urb-
Tpauumn noyek — cHwxkeHne CK®P (no umctatmHy C).
B 91,6% cny4yaeB oTMeyanocb HapylleHue Ba3o-
MOTOPHON YHKLUMM SHAOTENUSA, YTO MNPOSIBASANOCH
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HegocTaTouHOW BasogunatauvMen B OTBET Ha pe-
akTuBHyto runepemuto (55,3% naumeHToB), a Tak-
Xe ee otcytcTBueM (26,5% nauuMeHTOB), HanU4Mem
BA30KOHCTPUKTOpPHOM peakuun (18,2% naumeHTOB)
n TypbyneHTHocTblo notoka (12,1% cny4aes). Ko-
3P PULNEHT YYBCTBUTENBHOCTU NIIE4YEBON apTepun
K HanpsbkeHuto casura 6bin HWke Hopwmbl (p<0,05).
BoiseneHo Takxe, 4to y 39,4% nauMeHTOB peru-
CTpupoBarncs nosblweHHbIn ypoBeHb CPIB. lNoBbi-
WweHHbIn ypoBeHb A1M onpepeneH y 15,9% nauwm-
eHToB. BbisBrneHa koppensuMoHHas 3aBUCUMOCTb
ymctatnHa C ¢ A1IM (R=0,50, p<0,01) n ¢ ®B JIXK
(R=-0,56, p<0,01). B rpynne nauyueHtoB ¢ XCH
®K [ll BbigsBNeHO cHwxeHne CK® (68,4% cnyuva-
€B), HapyleHne Ba3OMOTOPHOW YHKLMM IJHAOOTE-
nma (96,5% 60nbHbIX), oNpeaensancsa NoBbILUEHHbIN
ypoBeHb CPIB (54,3 % cny4aes). Mpu XCH ©K Il
BbiABNeHa 3aBucumoctb mexgy CPIMB w uyucrtatm-
Hom C (R=0,43, p<0,01), ®B JI)K n uncrtatnHom C
(R=-0,86, p<0,001), AIM 1 koadhdPULNEHTOM 4YyB-
CTBUTENBHOCTU MMEYEBON apTEPUN K HaMpPsSKEHUIO
caosura (R=0,41, p<0,05), AIM 1 CKOPOCTHbIM MOKa-
3atenem gucdyHkuumn sHpotenusa (R=0,45, p<0,01).
OuyeBngHO, 3TO NOATBEPXKAAET 3aBUCMMOCTb MEXAy
nokasartenamu amcyHkumm sHgotenusa, ®K XCH un
BbIPaXXEHHOCTbIO MPOTENHYPUU, U3MEPEHHOW MO CO-
aepxanuio A1M B Moue.

3akntoyeHue. Takum obpasom, y OGonbLIMHCTBA
nauneHtToB ¢ XCH nwemnyeckoro reHesa BbISBrEHbI
NpU3Hakn AUCAHYHKLUN NOYEK NPU OTCYTCTBUU KIUHK-
yecknx nposieneHun. MNpun XCH ®K Il npusHakn guc-
dYHKUMN NOYeK onpefensoTcd Ha oHe ANCHYHK-
LN 3HOOTENUSA U MOBbLILEHHOW apTepuaribHOM XecCT-
KOCTHU.





