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AT — aprepuaibHast TUNepTeH3Ms

ACA — ankoroJibHasi CenTaigbHas a0sIust

BOJIK — BbIBOIHOI1 OT/IEJI JIEBOT'O KENyl0UuKa

BCC — BHe3amnHasi cepyieuHasi CMEPThb

T'KMII - runeprpoduyeckas KapuoMUONATHs.

VK]]I — uMnanTHpyeMblil KapAnoBepTep-1eruopusTop
JIXK — neBblit xKenyioyex

MA — MepuaTenbHast apuTMust

MIKIT — MesKKeyJ0uKOoBasi eperopojika

MK — MuTpasbHBIN Ki1anaH

PAAC — peHUH-aHIMOTEH3MH-JIbI0CTEPOHOBAsI CUCTEMA

CH - ceppieuHast HeloCTaTOYHOCTDH

OKI - anekTpokapaMorpamma

Ox0KI" — sxokapauorpacus

o-Gal — o-ranakTosugasa

ATTR (transthyretin amyloidosis) — TpaHCTUPETHHOBBIIT AMHIIOUI03
NGS (next generation sequencing) — CeKBEHUPOBaHKUE HOBOT'O MOKOJICHUST
VUS (variant of uncertain significance) — BapranT HeolpefeIeHHOrO
3HAUYEHUs1

ApO — anoJMnonpoTenH

T'uneprpoduueckas xapauomuonatusi (I'KMII) — camas
pacnpocTpaHeHHast HacJe[ICTBEHHAsI TATOJIOTHSI CeP/lia C 4acTo-
TOI BcTpeyaemMocTu 1o Bcemy mupy 1:500-1:200 [1, 2]. TKMIT
XapaKTepu3yeTcsl YTOJILEHUEM MUOKap/a JIEBOTO Kelly0ouKa
(JIXX) 6e3 siBHOI reMoiMHaMUYeCKO# npuinHbl. [Ipn rucrosno-
TUYECKOM VCCIIeIOBAaHNY KapAXOMUOLUTHI TUMEPTPOUPOBAHBI,
JIe30praHN30BaHbI 1 pas3fieieHbl yYaCTKaMU MHTEPCTUIMATIBHOTO
¢ubposza [3]. Kmunuueckass kaprtuna I'KMII moxer mnpo-
SIBIISITBCSL 0OCTpyKUMei BeiBoHOro oTena JIZK (BOJIK), npen-
CEPIAHBIMU U >KEITy0UKOBBIMY APUTMUSIMH,, OCIIOXKHSIOILMUCST
9MOOIMYECKUMI MHCYJIbTAMU U BHE3AITHON CEPAEYHON CMEPTHIO
(BCC), a Take nMporpeccupoBaHUEM UACTOINYECKOH, a B 3—
4% cny4aeB M CUCTOJMYECKON CEpAeYHON HEe0OCTaTOYHOCTU
(CH) [4].

M3znavansHo 'KMIT cuntanm 60J1e3H5I0 MOJIOABIX JIFOAEN, a
pyOeskoM MexKy paHHUM U TIO3[JHUM JIEOIOTOM SIBJISIICS BO3PACT
20 net [5]. Coycts 60 yieT ¢ HaKOIUIEHNeM TaHHBIX CTaJo Ove-
BUJTHO, YTO BO3PACT MEPBOI MOCTAHOBKH JMArHO3a MOKET Bapb-
uposaTh oT 0 10 90 neT. B 6onbimHcTBe ciryyaes rardo3 ['KMIT
BIepBbIe ycTaHaBimBaeTcs B 45 (30-58) net [6], HO y KaxKjIoro
nsTOro 60J1e3Hb AUarHocTupyeTcs no3aHo (=60 net) [7], 20% u3
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HUX nepexxuBatoT pyoex B 70 et, okono 8% — 80 net u 2% —
=90 ner [8]. B uccnenoBanmsix MoCIeHUX JIeT, B KOTOPBIX OIe-
HMBAJIOCh BIIMSIHHE Ha MPOTHO3 PA3JIMUHBIX KIMHAYECKHUX U FeHe-
TUYECKUX (PaKTOPOB, & TAKKE METOJIOB JICUSHUSI, GOJIbHBIX CTAIN
pasziensiTh Ha 3 moprpynmbl: Mosofible (Monoske 30—40 nert), cpefi-
HeBo3pacTHble (40—60 met) u nmoxkunblie (ctapure 60 net) [7, 9],
U, KaK 0Ka3aJi0Ch, YaCTOTA U CIIEKTP OCJIOXKHEHMUIT 3aBHCSIT OT BO3-
pacTa faebroTa 3adoseBanus. Tak, Ipy AUTETHHOM (OKOJIO 7 JIET)
HaOJtofleHny 3a OOJIbHBbIMU 3 BO3pacTHbIX rpymn (7-29 ner,
n=474; 30-59 ner, n=1000, n =60 net, n=428) yacToTa pa3BUTHs
I'’KMII-cBsi3aHHBIX OcoXHeHui coctasuia 17, 8.7 u 3,7% coor-
BeTcTBeHHO [10]. Ecim cpaBHmBaTh BKitag 'KMII B cMepTHOCTS,
TO OH TaK>Ke MPOrPECCUBHO yMEHbIIaeTCsl ¢ Bo3pacToM. Tak, He-
nocpenctBenHo oT [’ KMIT-cBsi3anHbIX nipyuanH ymuparot 82% Mo-
JIOfIbIX GONBHBIX, 49% B Cpe/HeBO3PACTHO FPyMIe U TOILKO 8%
6onbHbIX cTapuie 60 ser [7]. dpyrumu cioBamu, yeM MO3XKe
1e6T 60JIe3HH, TEM MEHbIIIE BEPOSTHOCTb Pa3BUTHS U CMEPTH
ot 'KMII. Crnektp 'KMII-cBsI3aHHBIX PUYNH CMEPTH TaKkKe
pasnuuHbIil. Y Mosofibix 60sbHbIX NpeBanmupyeT BCC, B cpefHeit
BO3paCTHOI1 rpyme ofrHakoBoe KoiuuecTso BCC u CH, a cpeau
MOKUIIBIX NpeobnagatoT amoosmyeckue nHcyabThl 1 CH [10].
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Hecmotpst Ha 3HauUMTEILHOE CHUXKEHHE CMEPTHOCTH HETOCPe/-
ctBerHo oT ['KMII (c 6 go nike 1% B rop), mocTuraytoe 6aro-
napst pazpaboTaHHbIM cxemaM Jedenus [10], obiiast cMepTHOCTh
B nonyssiupu 6osbHbIX ¢ 'KMIT Bo Bcex BO3pacTHBIX Ipymmax
0CTaeTCs BbILIE MO0 CPABHEHUIO C OJJHOBO3PACTHBIMU TPYIIAMHU
KOHTPOJISl KaK MUHAMYM B 2 paza [9, 11].

Iens 0630pa — 06CysKCHUE BO3BMOXKHBIX MPHUYUH OTCPO-
yenHoro aeorora 'KMII, a Takske 0co6eHHOCTEN TMArHOCTUKI
n neuennst 'KMII B noxxuiom Bo3pacte.

MpuunHbI No3aHero Aedrora FKMI

Bnepsble reneruueckast npupoga I'KMIT nokazana B 1989 r.
[12]. C Tex mop BbIsiBIeHO GoJiee 2 ThIC. MATOTeHHbIX BAPUAHTOB
B FeHax capkomMepa M capkomepcBsizaHHbIX reHax [13]. TKMIT
MOJTyYnJIa Ha3BaHUe «00JIe3Hb CApKOMEpa», UK «OO0Ie3Hb CO-
KpaTUTEJLHBIX OSJIKOB», 1 OTHECEHA K 3a00JIeBaHUSIM C MEHJIe-
JIeBCKUM (MOHOTEHHBIM) XapakTepoM HacnefoBanusi. OfHaKo B
MOCJIE/IHUE TOJIbl OI1arofapst MOsIBJICHUIO METOJIMKY CEKBEHUPO-
BaHMSI HOBOT'O MOKOJIeHUs1 (next generation sequencing — NGS)
CTaJI0 OYEBHJIHO, YTO MOJIEKYJISIPHBII IMArHO3 YJIaeTCsl YCTaHO-
BUTH B CpefiHeM TOsbKO B 60% ciydaeB u Bo3pacT jiebrora 60-
JIE3HU 3HAYNTEJILHO BIIMSET HA PE3YJIbTAT FTeHETUIECKOr0 Uccie-
noBaHus. B Koropre BO3pacTHBIX OOJBHBIX BEPOSTHOCTH
0OHapy>KeHMsI MyTalUi B FeHaX CaApKOMEpa COCTABIISIET BCETO
10-30% [14—16], B TO Bpemst Kak y MOJIOIbIX OOJIbHBIX (MOJIOKE
45 neT), 0COOEHHO C ACMMMETPUYHBIM YTOJIIIEHUEM MEXKKeIy-
noukoBoil neperopoaky (M2KII), 3HaunTeILHON CTENEHbIO M-
neptpodun (=20 MM) 1 ceMelHbIM aHaMHE30M 3a00JIeBaHusl, Be-
POSITHOCTb MOJTy YeHHs] OJIO>KUTEIILHOTO NFeHETUYECKOro aHaJIn3a
nosbIaercs 10 80% [17]. Ucnonb3oBanue 601ee MMPOKUX Ma-
HeJlell TeHOB 3a TpejieiaMi capKkoMepa, BKITFoUasi UCCIIeIOBaHNe
BCEro reHOMa, He MPUBEJIO K KAKOMY-JIMO0 CYLLIECTBEHHOMY I0-
BBIIIIEHNIO UyBCTBUTEIbHOCTH MeTofia [18, 19]. Y Tex 60nbHbIX,
y KOTOPBIX T€HETHUECKUII aHAJIN3 CapKOMepa OKa3bIBACTCs MO-
JIOXKUTENLHBIM, MOPOJIOTUS TUNIEPTPO( U 1 KITMHUYECKHUE MPO-
spnenns [ KMII, Bkimtovas Bo3pacT fe6ioTa GOJe3HU, MOTYT
3HAYUTEJIBHO PA3JIMYATECS IaXKe CPe/iu HOCUTEIel OfJHOI MyTa-
LMY B NIpEfIesIax OJIHOM CEMbH, BKITFOUAsi MOHO3UTOTHBIX OJIN3HE-
oB [20-22].

MOKHO BBIJIENIUTH HECKOJIBKO MPUYMH, OOBSICHSIOLIMX OT-
pHLATeNbHbIE PEe3yJIbTaThl FEHETUYECKOro aHajiu3a y 4acTu
GOJIbHBIX, @ TAKXKE BBICOKYIO KIMHUUYECKYIO U BO3PACTHYIO Tre-
TeporeHHocTs ['KMIT.

Tax, B apy mmpokoro npumeHeHust NGS cTaso BbISIBISATHCS
60I1b11I0€ KOJIMYECTBO N'eHETMYECKMX BAPUAHTOB C HEOTPeJlelIeH-
HOI NaTOreHHOCThHO (Variant of uncertain significance — VUS),
MPUYMHHAS POJIb KOTOPBIX B Pa3BUTHM 3200JIeBaHus TPEOyeT J10-
MOJIHUTEJILHOTO TOATBepKAeHns. OGHapyKeHne y 60JIbHOTrO
VUS TpakTyeTcsi Kak OTPULATEIbHBII TeHETUIECKI aHaJN3.
OpHaKO, COMIACHO HEJITABHEMY KPYITHOMY MCCIIE/IOBAHUIO,, BKITHO-
yuBLIieMy 2763 reHoTunMpoBaHHbIX 60sbHBIX ¢ [KMII, nuua ¢
VUS 3annmaroT NpoMesKyTOYHOE MOJIOKEHNE B YaCTOTE Pa3BU-
st [KMII-cBsI3aHHBIX OCTIOSKHEHUI ME3KTy HOCUTEISIMU 1 He-
HOCUTENISIMU MyTaluil B reHax capkomepa. BeposiTHO, yacTb
VUS sBnsitoTcst naToreHHbIMU [9], 1 MOSKHO NPE/INONIOKUTh, YTO
y GOJIBHBIX C OTCPOYEHHBIM JIeOI0TOM GOJIE3HN TaKUe BAPHAHTbI
CTAHOBSTCS] NPUUYMHONM OO0JIe3HM Yallle, 4eM y MonofbIxX. Takxke
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B TTOCJIEIHNE T'OJIbl CTAJIH TTOSIBIISITHCS JJAHHbBIE O BOBJIEYEHHOCTH
Hekopupyromux perroHoB [IHK (rmy6okux mHTpoHHBIX 067a-
cTeit) B narorenes 3a0oseBaHusl. Tak, Mpyu NOBTOPHOM I'€HETH-
yeckoM aHanu3ze 46 cemeit ¢ peHorunom 'KMII, y koTopbIx
TIPY TIEPBOM aHAJIM3€ CAPKOMEPHBIX F€HOB HE YCTAHOBIIEH MOJIe-
KYJISIpHBINA Uario3, B 4 (9%) ceMbsix BbISIBICHbI BADMAHTHI B
riyOOKNX MHTPOHHBIX obnacTsx [19].

B nociegHee BpeMst Bce yallle CTalla BbJIBUraTbCsl TEOPUSI O
nosmrenHo npupope ['KMIT, koropast MoXKeT 00bSICHUTD OTCYT-
CTBHE MyTaLMil y 4YaCTH OOJIbHBIX, & TAKXKE €€ BBICOKYIO reTepo-
reHHoCTb [23, 24]. [lonmMreHHOCTh NOfPa3yMeBaeT y4yacTHe Jipy-
MX TFEHeTUYECKUX M 3MUIeHEeTHYeCKUX (haKTOPOB, a TAKXKE
¢pakTOpOB BHEWIHEN cpefibl B (hopmupoBannn penoruna. Tak, y
6osiee MOJIOfIbIX GOJIbHBIX C XY/IMM MPOTHO30M JIOCTOBEPHO
yalle NaToreHHyo MyTal|IO B OIHOM 13 8 OCHOBHBIX T€HOB cap-
KOMepa CONMPOBOXK/AET KAK MUHUMYM €elle OfUH PeKUil BApUAHT
B 9TUX I'eHaX, KOTOpbli kiaccudpuiupyercs kak VUS. OueBupHO,
a10T VUS caMOCTOSITENILHO G0JI€3Hb HE BbI3bIBAET, HO OKA3bIBAET
KyMYJISITUBHBII reHeTryeckuii acpgekT [25]. B psne uccrenosa-
HMI1, BKJTFOYAs! TOJTHOreHOMHBII TIOMCK accoupanmil (genome-wide
association study — GWAS), nokazanb! Moguguuupyrouye 3¢-
(e ThbI MONMMOP(MU3MOB, HE PEIKMX BAPUAHTOB, PACHOJIOXKEH-
HBIX, KaK B CAMMX I'€HaX capkomepa U ero okpykeHus [26, 27],
TaK U FeHax, aCCOLMUPOBAHHBIX C Pa3BUTUEM BTOPUYHOI TUNep-
Tpohuu, B OCHOBHOM PEHNH-AHTMOTEH3UH-ATBI0CTEPOHOBOI CH-
crembl (PAAC) [28-30]. [TocnenHee yka3biBaeT Ha, BO3MOKHO,
o6mue mytu narorede3a 'KMII n BTopuunoit runeprpodun, ofi-
HAKO NPUMEHEHNe NPenapaToB U3 rpymnibl 61okaTopoB PAAC ne
MPOJIEMOHCTPUPOBAIIO BIMSHUSI HY HA TMIIEPTPOMIO, HU Ha (prb-
po3 y 6ombubix ¢ KMIT [31, 32]. B crapuieit Bo3pacTHoit
rpyrme, Korja nporuo3 >13Hu oka3bIBaeTcsi 6ojee Graronpu-
SITHBIM, BO3MOZKHO, OOJIbLIIee 3HAUEHUE /1711 IEHETPAHTHOCTHU OT-
HOCUTENLHO JIOOPOKAYECTBEHHBIX T'€HETUYECKUX BAapUAHTOB
MMEIOT BHELIHME (DaKTOPbl, BO3HUKAIOIME C TEYEHUEM KU3HH,
YTO MOXKET OOBSICHSITH OTCPOUEHHBIH JIEOI0T O0JIE3HNU.

AnarHo3 u acpcpepeHUMAABHBI AMArHO3
F’KMI1 y noxuAbIX

uarnoz I'KMII ycTanaBnnBaeTcss HA OCHOBAaHUM HAJMUMSI
HeoObsICHUMOI runeptpogun Muokapaa JI2K=15 mm y B3poc-
JIbIX TPO6AHAOB U =13 MM y POJICTBEHHUKOB, TIO JAHHBIM BU3Y-
aJbHBIX METOJIOB McceioBanust cepaua [1].

Mopdghoaoeuna 'KMII y nosxcuavix 6 cpasHeHuu

€ M0A00bIMU

B 3aBucumocTu ot xapakrepa runeprpocun Muokapaa JIZK
BBIIEJISIIOT Psil OCHOBHBIX MOp(osiornueckux hopm: acCUMMET-
puuHas runeprpocpus M2KII, Bepxyieynasi, CAMMETpUYHAsS 1
ME30BEHTPUKYJISIpHast (DOPMbI, a TaKXKe M30JMPOBAHHOE yTOJ-
nieHre 6azanbHoro ornena M2KII, Ha3bIBaeMOe CUTMOBUJIHOM
MIKII. Bce nepeunciieHHble (hOPMbI MOXKHO BCTPETUTb B
J060M BO3pacTe, OIHAKO OOJIbHBIE C OTCPOUYEHHBIM J1€0I0TOM
T'KMII no cpaBHeHuto ¢ 6oJee MOJIOILIMUA NMEIOT MEHee BbIpa-
>KeHHy1o runeprpoduto muokapaa JIXK, pexxe runeprpoduro
MHOKapjla NpaBoro >Kejayjgouka, OOJblIMe pa3Mepbl JIEBbIX
Kamep cepila, y HUX yaile BcTpevatorcs curmoBuaHas MKII,
Kanbiudukanys (pruépo3HOro Koyblla MUTPAIBLHOTO KIlamaHa
(MK) u oBanbHasi popma nosioctu JI2K, B To Bpemst Kak y Mo-
Jofibix nostoctsb JI2K vate GbIBaeT B BUJIE NOTyMecsLa U3-3a NH-
BepTHpoBaHHoO runeprpodun MXKII [33-35].

Curmosuinast M2KI1 — (peHOMEH, BCTpeUarommiics Ipenmy-
ILIECTBEHHO B CTaplIeil BO3PACTHOI rpyIIe 1 He UMEIOLUI Ha
CEeTOJIHSIILIHUI JIEHb OJIHO3HAUYHOro oObsicHeHus (puc. 1). Kpu-
Tepusimu curmoBuHoin M2KIT npu axokapanorpadpuiyeckom
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Puc. 1. CurmoBraHast MXKIT y 60AbHO# 94 AeT.

(Ox0KT') uccneoBaHuM SIBISIOTCS: N30JMPOBAHHOE YTOJIILICHUE
npokcuManbHoit TpeTrt M2KI1=13 y My>kunH 1 =12 MM y KeH-
HIMH C AroHOonofo6HbIM npoBucanneM B BOJLXK u 6onee uem
50% npesbiienueM TommuHbl M2KII B cocefHeM cpeanHHOM
cermenTe [36]. CornacHo naHHbIM uccaenoBanuii [. Ranasinghe
n M. Canepa u COaBT. PacHpOCTPAHEHHOCTb CHUIMOBHIHOW
MZKITI cpenu Tex, komy npoBofutcst DxoKI' mo paznmanbiv mo-
KazaHUsIM, cocTaBsieT 6—7% ¢ OTYETJIMBOM accolaleil C BO3-
pacToMm u 6e3 CBS3M C MOJIOM WJTM COIYTCTBYIOLIEH MaToJIoruei
B BUjie apTepuanbHoil runepten3un (Al'), caxapHoro guabera
unm oxupenusi. CpeffHuil BO3pacT NMalMeHTOB ¢ CUTMOBUIHON
MIKII — 76 neT, a pacipoCTpaHEHHOCTb B BO3PACTHOI IpyIne
crapuue 78 net — 17%. Y 3% Takux GONbHBIX BbISIBJISIETCS 00-
crpykumst BOJI2K. Hu y ognoro u3 o6cnenoBanHbix 240 60Ib-
HbIX ¢ curmoBuHOi MZKII He uMenoch cemMeitHOro aHaMHesa
T'KMII, a Tunnunele aiist [KMIT n3menenns Ha a1eKTpoKapano-
rpamme (OKTI) BcTpeuatoTest Heyacto (puc. 2) [36,37]. Y 60:b-
HBIX C M30JMPOBAHHON runepTpoduein 6a3anbHOrO OTAeNa
MZKII no cpasnenmto c npyroi mopgomnoruein 'KMII peske pe-
TUCTPUPYETCS HAKOMJIEHWE KOHTPACTa B OTCPOUEHHYIO (ha3zy
MAarHUTHO-PE30HAHCHON ToMorpacuu cepaua [38].

BeposITHOCTH TOJIOKUTENBHOIO TeHETHYECKOro aHaju3a
capkomepa y 60abHbIX ¢ curmoBuaHor M2KIT ouenb He6GoIb-
masi, okosio 8% [33, 39]. B uccnegosanun T. Hirota u coasT.
cpaBHUIM Mopdogoruto JIZK y GoNbHBIX cTapuie U MOJIOXe
65 5eT ¢ maTOreHHbIMU MYTAMSIMU B T€HE MUO3MHCBSA3bIBAIO-
mero 6enka C (MYBPC3). Cpenu Bo3pacTHBIX MAIIEHTOB C
YCTaHOBJIEHHON IeHeTnyeckoil npuunHou runeprpodun JIXK He
nmesioch curmosupHoit M2KII, a ¢opma JIK HanomuHana mno-
JyMeCSI], YTO XapaKTEPHO /iJ1st MOJIoAbIX [16]. Bo3aMoskHbIM He-
IeHETUYECKNM OObsICHEHUEM M30JIMPOBAHHOTO YTOJILEHHs Oa-
3anbHOro otaena M2KIT MoxeT ObITb U3MEHEHHE yIila MEXKy
aoproit 1 M2KII, Bo3HMKaroIee ¢ BO3pacTOM, UTO NPUBOIUT K
mmeHennto notoka B BOJIK. Hecmotpst Ha peBanmpoBanue B
cTapliei BO3pacTHOI rpymnie, AaHHbIN (heHOMEH BCTpedaeTcs U
y MOJIOJIbIX JIFOIEH M TOXKE C HeOOJIBIION MOJIb30 OT FreHeTuYe-
CKOT'0 aHaJjin3a CapKoMepHbIX TeHoB [33, 36], uro cBuaeTeb-
CTBYET NMPOTHB €r0 MOHOT'€HHOT'O TIPOMCXOK/ICHUSI.

Bmopuunas eunepmpocghusn

CanoxHoctb guarHoctuku KMIT y noxunbix cBsi3aHa ¢
[PUCOEMHEHUEM WM AeOHOTOM JApYyrux Ooje3Hell, KOTOpble
TaK>Ke NPUBOJAT K Pa3BUTHIO runepTpodun muokappa JIK. 3to
npex/e Bcero HeKoHTpospyemasi AI' 1 aopTajibHbIA CTEHO3.
Hamnuue sTuX 3a00J€BaHMNl He UCKJIOYAeT MNPUCYTCTBUE
T'KMII, HO MOXKET MOMeNIaTh €€ BLISIBJIEHUIO.
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Puc. 2. DKI 60AbHOI 94 AeT Ge3 HapyWeHHi penoAsipu3aLmMm
M NaToAOTMYeCKHX 3y6L0B Q, XapakTepHbIX AAst TKMIT.

K oTnmunTenbHbIM NpU3HAKaM, KOTOpbIE MOMOTAlOT 3amo-
no3puth ['KMII, HecmoTpst Ha Hammure Al uim aopTambHOTO
CTEHO3a, OTHOCAT: BbIPa’KEHHOCTb runeprpodun =18 mm, ee
ACUMMETPUYHOCTB, (popMy nosioct JI2K B Busie nmonmymecsua,
COIMYTCTBYIOLIYIO THIEPTPOUIO MPABOT0 >KEJy/I0UKa 1 Marnui-
JISIPHBIX MBILIIL, aHOMaJIbHOE y/iiinHeHne cTBopok MK, o6cTpyk-
o BOJIK, xapakTepHoe MHTpaMuoKapinalbHOE HaKOMJIeHUe
rajIoNIMHKSL B 30HaX TMIEepTPOUK B OTCPOUSHHYIO (pa3y KOHT-
pacTMpOBaHWsS TMpPU MarHUTHO-PE30HAHCHON TOMOrpaduu
cepmua, a Takke Hammure ['KMIT nnm ciyygaes pannein BCC y
poncTBeHHHKOB. Kpome Toro, oTcyTcTBUE HapyllEHUi penoss-
pu3anuu u/uau natosnorudeckux 3youos Q Ha OKI' npakTuue-
ckn nckmouaeT ['KMIT kak npuanHy runepTpodun Muokapya
JEX [1].

Denoxonuu 'KMII y noxcuavix

Ycranosnenne auarHo3a [KMII B psine ciayuaeB TpeGyer
JOMOJTHUTENILHOTO 00CIe/JOBaHus sl UCKJIIOUeHus1 6osee pei-
KHX 3a00JieBaHuil, Ha3biBaeMbIX heHokonusimu I'KMIT, npu ko-
TOPBIX TAKXKE BBISBIISETCS HEOObSICHUMOE ITeMOJIMHAMUYECKUMU
NpUYMHAMH yToJIeHne cteHok JI2K, Ho gpyroro npoucxoxje-
HMs. MHOrMe M3 HUX MMEIOT NMaTOreHEeTUYeCcKoe JieueHue, no-
3TOMY MX IMarHOCTMKA KpaiiHe BaykHa JIJIsl IPOTrHO3a OOJILHOTO.
B moxunom Bo3pacte akTyanbHbIMU heHokomusimu I'KMIT
MO>KHO Ha3BaTh aMUJIOW/I03 cepyua 1 6ose3Hs Padpu.

Amuaouoos

Amunonsio3 cepjiua siBnsieTcs 6oiee peikuM 3a00JIeBaHUEM,
yem ['KMII, u BcTpeyaeTcst npenMyILeCTBEHHO B MOKUJIOM BO3-
pacre. AMIION/03 — 3TO UH(UIBTPATUBHOE 3a00/IeBaHuE, Pa3-
BUBAIOLIEECS B pe3yJIbTaTe OTJIOXKEHHS] MaTOJIOrNYecKoro He-
pacTBopuMoro Gesika aMUIIONJa B Pa3linuHble OpraHbl ¥ TKaHH,
YTO TPUBOJUT K TMOBPEXKJICHUIO MX CTPYKTYpPbl U (DYHKIMU.
B ceppiie amMuiionsi OTKIIabIBACTCSl BOKPYT KapJMOMUOLMTOB,
yro Ha OxoKI npossinsiercs runeprpodueit muokapna JIK, a B
KJIMHUYECKON KapTHHE — ObICTPONPOrPECCUPYIOLLEH UACTOH-
yeckoil u cucrosyeckoit CH 1 HapyleHnsiMy IPOBOIMMOCTH.
Amunonio3z MoxeT Mackuposatbest iof, [ KMIT wnn siBasithest
conyTcTByOIMM 3ab6oneBanuem [40]. IIpenuecTBeHHUKAaMN
aMMIIONJIa, KOTOPBII CIOCOOEH MOpaskaTh cepyile, B GObIINH-
CTBE CIIy4aeB CTAHOBATCS JiBa OeJIKa: TPAHCTUPETUHOBBIN aMU-
nounio3 (Transthyretin amyloidosis— ATTR) u nerkue uenu nm-
MyHorno0ynHoB (Amyloid Light-chain — AL). Kpaiine pepxo
NPUYMHON Pa3BUTHUSI aMUJIOU/I03a CEp/lla CTAHOBSITCS APyrue
6eJIKM, TaKue KaK anoJunonpoTenHbl (Apo)A-1 u Apo-2, chiBo-
POTOUHBI aMuyIon A, 3,-MUKPOTIOGYIMH, TeIb30MIMH, T30~
MM, TIPE/ICEPJIHbII HATPUIYPETHUUESCKUIA IENTU/ ¥ PAL IPYTUX
[41]. IlepeuncnenHble GeKU MPUOOPETAIOT MATONIOTNYECKYIO
AMUJIOMJIOTEHHOCTH C BO3PACTOM MJIM B Pe3yJIbTaTe MyTalMil B
COOTBETCTBYIOLLMX F€HAX , TO3TOMY BbIJIEJISIIOT HACJIEICTBEHHbIN
Y IPUOOPETEHHBII BAPUAHTBI AMUJIOW/I03a.

N. Maurizi u coaBT. 06cieioBanbl 343 GOJILHBIX C UCXOJI-
HbM muaraozom ['KMIT (Bo3pacT 60+13 ner), y 12 (3,5%) u3
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KOTOPBIX AMAarHOCTUPOBAHbI HACJIE[ICTBEHHbIE BAPUAHThI aMU-
noupo3a (ATTR y 11 n ApoA-1y 1) meme y 20 (5,8%) 6omb-
HbIX — HEHACJIe/ICTBEHHbIe BapuaHThl amunonaosa (ATTR y 17
n AL y 3). Takum o6paszom, u3 343 Gosnbhbix ¢ TKMIT y 32
(9%) nuarHo3 M3MEHEH Ha «aMHJIOWJI03», IPUYEM ero Bepo-
SITHOCTB yBeJIMUMBasiach ¢ Bo3pactom: 1/75 (1%) B Bo3pacTHoOI
rpynmne 40—49 ner, 2/86 (2%) B Bo3pacte 5059 ner, 8/84 (9%)
B Bo3pacte 60—69 ner, 13/61 (21%) B Bo3pacte 70-79 neT u
8/31 (26%) B Bo3pacte =80 net (p<0,01) [42]. I[Tomumo NGS
reHoB TTR v ApoA-1 noo6cnenoBanne G0NBbHBIX BKIIIOYAIO B
ce0sl aHaJIM3 KPOBU M MOUYM Ha MOHOKJIOHAJIbHYIO TaMMaNaTuio,
GMOTICHIO MOJIKOKHOT'O XKKpa, a TAKXKe CUUHTUrpauio cepaua
€ KOCTHBIM M30TONOM. [TooGcneioBany G0IbHBIX, Y KOTOPBIX
UMeJICSl XOTs1 ObI OffUH JAOMOJHUTENbHBIA KIMHUIECKWUIA MPH-
3HAK, YKa3bIBAIOLIMIA HA BOBMOXKHOCTb HAJIMUUSI aMUJION/1034:
Yype3MepHOe MOBBIIIEHNE YPOBHS HATPUIYPETHUECKOTO Mer-
THJIa, CUHJPOM 3alsICTHOTO KaHaJla, BBIIOT B MOJIOCTH MEPU-
Kapaa, cumMmeTpuuHasi runeptpodus JI2K, HeogHOpOAHOCTH
muokappaa Ha DxoKT', nuskuit BosmbTaxk QRS Ha DKI', atpro-
BEHTPHKYJISIpHas GJI0Kajia 3-i1 CTeneHn, XpOHUYecKast oYeyHast
HepocTaTroyHocTh. B mccnenoBanuu E. Gonzdlez-Lopez u
coaBT. cpean 120 moXumibIX 60NbHBIX C TUTIEPTPOdueit MUO-
kapna JIZK=12 mMm, coxpaneHHoit dpakuueit Bbiopoca JIXK u
npusHakamMu CH npoBejieHne TOIBKO OJHOTO JOMOIHUTEIEHOTO
WCCJIeIOBAaHNUS — CUMHTUrpacun cepyiia No3BOJIMIO BbISIBUTH
YMEpeHHOEe U 3HAUNTENIbHOE HAaKOTUIEHNE B MUOKAP/Ie KOCTHOTO
uzoronay 16 (13,3%) GonbHbIx. 30upaTenbHas 3HIOMUOKAP-
nuanbHasi 6uoncust y 4 u3 16 GOJbHBIX MOATBEPMIIA UATHO3
ATTR [43]. Pe3yabTaTbl 3TUX U MHOTUX JIPYTUX UCCIIEIOBAHUI
YKa3bIBaIOT HA HEOOXOIMMOCTD Y/IENSATH MOBBLIIIEHHOE BHUMA-
HME KIIMHUYECKUM NPU3HAaKaM aMUAJIOn/103a Y OONBbHBIX € (peHO-
tunoM 'KMIT crapuie 50—60 ner. CBoeBpeMeHHas JuarHo-
CTHKA aMWIOW/I03a TO3BOJISIET NMPUMEHSTh B TOM 4YHCIIE
MaTOreHETUIECKOe JISUeHIe,, YTO 3aMeJIISIET MTPOrPecCupoBaHre
3TOTO TSKEJIOro 3a00JIeBaHNsI C HEOJIArONMPUSI THBIM MPOTHO30M.

Boae3uv ®abpu

Bonesns ®abpu (Aupepcona—Padbpu), X-cuennennas 6o-
JIe3Hb HAKOTUICHUSI, SIBIISTFOILIASICS PE3YJILTATOM JIehULINTA JTN30-
coMasibHOro pepMeHTa o-rajakrosuaassl (a-Gal) A BenencTre
myTauuil B rene GLA. Heduuur a-Gal A npuBoguT K BHyTpU-
KJIETOYHOMY HaKoIuleHuto riodorpuaszuniepamuga (GL-3) u
APYruX CUHIOJUIUJOB, B OCOOEHHOCTH B COCY/aXx KOXH,
MOYeK, Cepyilia ¥ TOJIOBHOTO MO3Ta C pa3BUTUEM UX IMCQYHKIUH.
BospacT e6roTa 1 BEIPpaskeHHOCTh CUMITTOMOB 3aBHUCSIT OT CTe-
nenu nedpunura o-Gal A. Y My>4nH, Tak KaK OHU TeMU3UTOTHI,
neuunt o-Gal A U, COOTBETCTBEHHO, MPOSIBIICHUS OOJIE3HN
0OBIYHO BO3HMKAIOT paHblIe U 0oJiee BbIPAXKEHbBI, UM Y JKEH-
. Knmandeckn BbIfIENSIIOT 1Be (hopMbl Oone3nn dadpu —
KJIAaCCHYECKYI0 1 HeKlaccuieckyto. [lepBasi BcTpeuaeTcst pefiko
(1:400 000). st Hee XapaKTepHbI AaHTMOKEPATOMbI, aKpornape-
CTe3UH, TUIIOTU/IPO3, BOPTEKCHAsI KEPATONATHSI , TOSIBIISTFOLLECST
y>Ke B JIETCTBE WM MOAPOCTKOBOM Bo3pacTte. [IporpeccupoBa-
HMe OOJIe3HN MPUBOAUT K MOPAKEHUIO TTOYEK, Cep/la 1 FOJIOB-
HOT'O MO3ra U MpesK/IeBPEMEHHOI CMEPTH.

Hexnaccuueckasi popma xapakrepusyercs 60Jee Mo3aHIM
IeOIOTOM 1 Pa3BUTHEM HEOOBSICHUMOI TUTIEPTPOhUN MUOKApP/IA
JIXK ¢ CH, xpoHn4eckoii MouevyHo HEIOCTATOYHOCT! 1 KPUII-
TOTCHHBIX MHCYJIBTOB MO MILIEMUYECCKOMY THUITY TPU OTCYTCTBUU
WJIM MAJIOl BBIPASKEHHOCTH KOXKHBIX M TJIa3HBIX CUMIITOMOB.
PacnpocTpaHeHHOCTD HeKIIacCUIeckoi (hopMbl Oone3nn Padpu
B 10 pa3 Beiue (1:4000) mo cpaBHeHMIO ¢ Kiaccudeckomn [44].
Cpenu B3pociibix 605bHBIX ¢ henoTunoM 'KMIT foo6enenosa-
HME MPUBOJIUT K CMeHe inarHo3a B 1-6% ciyvaes, HO HanGouee
yacTo B Bo3pacTe crapiie 40 IeT, B TOM 4uclie y OOJNBHBIX

66

crapie 80 ner [45, 46]. 3anogo3puts 60ne3ub Padbpu y 60b-
Horo ¢ runepTpocueir Muokapa JI2K MoxkHO 1O comyTCTBYO-
LM HAPYILLEHUSIM TPOBOAUMOCTH (OCOGEHHO XapaKTEePHO YKO-
poueHue unrepsana PQ Ha DKI') u npucyTCTBUIO MPU3HAKOB
MOpakeHusl APYTrUX OPraHoB, MepeUYnCIeHHbIX Bbile. CaMbiM
MPOCTBHIM CIIOCOOOM BBISIBUTH 60Jie3HL Pabpu sIBIIsSIeTCST IPOBE-
JIeHUe TeHeTUYECKOro aHajn3a.

I'enemuueckuii anaaus

I'eHeTnueckuil aHaNU3 B HACTOALIEE BPEMs PEKOMEH/IOBAH
BceM 0osibHbIM ¢ peHoTHoM ['KMIT BHe 3aBucHMOCTH OT BO3-
pacra fie6roTa 3a00s1eBaHus JJ1sl npoBefieHns AuddepeHypann-
HOTO IMarHo3a ¢ (peHOKOMUSIMU U MOCNIEYIOLIEro CeMENHOro
ckpunHuHra. CoBpeMeHHbIe aHenn (Habophl) TeHOB, UCCIeaye-
mbix nipu I'KMII, Hapsiy ¢ reHamu capkoMepa 00s3aTesIbHO
BKIIIOYatoT B ceOst reHbl GLA u TTR. OTpuiaTeNbHblil aHaIu3
reHoB capkomepa He uckioyaer 'KMII, Ho o6Hapy>keHne My-
TalUK aCCOUMUPOBAHO 00JIee YeM C IByKPATHBIM IOBBILIEHUEM
pucka paszsutuss BCC, CH u MepuaresnbHoit aputvun (MA) BHe
3aBUCUMOCTH OT BO3pacTa 00JbHOTrO [9], 4TO MOXKET OBbITh HC-
0J1b30BaHO NPU MIPUHSATUY PELLEHNs O 60Nee UM MEHee arpec-
CHMBHOI1 TaKTUKE BeJEHUSI OOJILHBIX, OCOOEHHO MOXKUJIOrO BO3-
pacra.

Aeuenne IKMIT y noxxmabix

I'KMII moxeT npoTekaTb 6€CCUMITTOMHO WIIU MPOSIBISATHCS
CTEHOKapJI1e, OfIbIIKOI, 00MOPOKaMH, CepALIeONeHUSIMU. DTI
CHUMITOMBI MOT'YT ObITh CBsi3aHbI ¢ 06cTpykumeit BOJIK, nato-
JIOTHEN MUKPOLIMPKYJSITOPHOTO PyCiia, CHUXKEHUEM YIapHOTo
o6beMa JIK Ha poHe yMeHbIIeHHsI ero MoJIoCTH, AUACTONINYe-
ckoil mucynkumert JI2K, muTpanbHON HEOCTaTOYHOCTLIO,
APUTMUSIMHA, JIETOYHON TMNEPTEH3UEN. Y MOXKMIBbIX OOJBHBIX
Kano0bl 4aCTO UMEIOT CMEIIAHHBIA T'eHe3, BKIIFOYAOIINI aTe-
pocknepos, A" u gpyrue conyTcTByolpe 3a00IeBaHusl, UTO 3a-
TPY/HSIET BbIOOP TaKTUKU BefieHus. Ha cerofiHsHmii ieHb HU
OJIMH 13 JIOCTYIHbIX JIEKAPCTBEHHBIX MPENapaToB, MPUMEHSIEMbIX
nast neuenus TKMIT, He nmpoieMOHCTprpOBaN BIAVSIHUST HA TIPO-
THO3 OOJIbHBIX B KIIMHWYECKUX MCCeoBaHusIX [47], n moaToMy
BCsl (papMakoJIOTUYecKasi Tepanus sIBJISETCS CUMITOMaTHyYe-
cKoil. XUpypruyeckue MeTOflbl, TaKue KakK PeayKLHUs MacChl
muokappa JI2K 1 ycTaHoBKa MMIUTaHTHPYEMOT o KapyinoBepTepa-
nedpubpunnsitopa (MKJI), ynydmaroT JOATOCPOUHbIN NPOTHO3,
OJIHAKO NPOOJIEMOi1 OcTaeTcsl CTpaTUUKALUS PUCKA GONBHBIX
J17151 MHBA3MBHBIX BMeIaTenbCcTs [48]. EnuncTBeHHAs 0611ast pe-
KoMeHpanus i1 Bcex 6onbHbIX ¢ 'KMIT kacaeTcsi MHTEHCUB-
HbIX U OJIUTEJBbHbIX Cpl/l3l/l‘{eCKl/lX Hany3OK, KOTOple CﬂeﬂyeT
n36eraTh. [lopoOHee ¢ mokazaHusIMU [J1sT MEIMKAMEHTO3HOI Te-
panuu 1 nHBa3MBHBIX BMemaTenbeTs mpu ['KMIT moskHO 03Ha-
KOMUTLCS B paHee OMmyOJIMKOBAHHBIX 0630paX 1 peKOMEH/ALsIX
[1,47]. B nacrosiiem o630pe OyayT NpUBEfieHbl TOJIBLKO 0CO-
GEHHOCTH MPUMEHEHUS! Pa3INYHbIX (haPMaKOIOrMYECKUX U XU-
PYPrUyYecKMX BMEIIATENLCTB Y MOKMIIBIX OOJIbHBIX.

[To cratuctuke, 2/3 6onbHbIx ¢ 'KMIT nmeroT o6cTpyKIpo
BOJIX, npu 3TOM TOnbKO y 1/2 U3 HUX OHA NMPUCYTCTBYET B
nokoe [1], y ocTanbHbIX HEOOXOAMMO MPOBEEHUE CTpecc-
Ox0KT'. BeisiBnenue o6ctpykuun BOJIK sBnsieTcs BaxKHbIM
marom B obOcnemoBanun 6oibHoro ¢ I'KMII, Tak kak oHa
O['paHl/l‘{l/lBaeT CIIMCOK npenapaTOB K HleMeHeHI/lIO. y MO>KUJIbIX
GONBHBIX 7151 BbIIBJIEHUS! CKpbITOi 06cTpykuuu BOJIXK uyacto
ObIBAET JOCTATOYHBIM MPOBEJIeHNe HEOOIBIION MPOBOKALMHN, &
nMeHHO npo6bl BanbcanbBel mm npucefganuii. [Ipu BeiGope
npenapara ¢ LeJIblo 00JIerYeHnsi CMMIITOMOB, CBSI3aHHBIX C 00-
crpykuueir BOJIZK, npennourenue otpaercs [3-ajpeHo6I0Ka-
TOpaM M3-32a JIy4lllell TIePeHOCUMOCTH U JIOTIOJHUTENbHBIX aH-
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TmnepTpoghryeckas KapAMOMMONATHs y MOXKMABIX

TUUILIEMUYECKOT0 ¥ AHTUAPUTMHUYECKOT0 3(p(HEeKTOB, 4TO OCO-
GEHHO BA>KHO JIJIsl MOXKUJIbIX OOJIbHBIX C COMYTCTBYIOLIEH Hllie-
MHUecKkoil 6oJie3Hblo ceppya. Hanbonee yacto ncnomib3yoT
areHoson (50-150 mr/cyT), Haonon (40—160 mr/cyT), Guco-
nipostont (5—15 mr/cyT) u metornposon (100200 mr/cyT). [To3u-
POBKH JIOCTaTOYHO OOJIbLINE, HO MEPEHOCSTCS, KakK MPaBUIIo,
XOpOILIO, U TUTPALUSI MPOXOAUT Jierue, yem y 6onbHbix ¢ CH
[47]. B ciayyae HEBO3MOXKHOCTY NPUMEHEHUs! [3-aJpeHOOI0Ka-
TOPOB UCTOJIB3YIOT BepanaMuil UK AUITHA3EM, OJJHAKO OHU
MeHee 3((eKTUBHbI B CHUXKEHMM TIpajMEHTa /aBJICHUS B
BOJIX n obnanator 6onee BbIpaXKeHHbIM Ba30UIIS TUPYIOLIUM
a(ppekToM Mo CpaBHEHMIO C [3-a[peHOOIOKATOPaMH, UTO JIUK-
TYeT Ha4yaJio Tepanuu ¢ MajbIX 103. [Ju3zonupamuji — eJUHCTBEH-
HBIIl Mpenapar, CloCOOHbI CHUXKATh I'PAJIMEHT [laBJEeHUsl B
BOJIXX B mnokoe. TeM He MeHee ero NMpUMEHEHUE CUIILHO
OTPaHMYEHO ero aHTUXOJMHEPrMYeCKUMHU U MPOAPUTMOICH-
HbIMU 3(eKTaMi, OCOOEHHO Y MOXKUJIIbIX JIFOJIEl, Y KOTOPBIX
MOYTH BCEryja MMEIOTCS COMyTCTBYIOLME 3a00JIeBaHUs M PUCK
MeXKJIeKapCTBeHHbIX B3aumoyeiicTBuil [49]. B ciyyae Heo6xo-
JMMOCTH Ha3HAYESHUS! JONOJHUTEILHOTO TUIIOTEH3MBHOTO Mpe-
napara cielyeT NOMHUTh O pUcKe yCcyryoJeHus o6cTpyKuun
BOJIXX npenaparamu u3 kaaccoB 6i1okaTopoB PAAC, moue-
TOHHBIX, JIMTUIPOTNMPUIMHOB U HUTPATOB. VX creptyer npume-
HSITh C OCTOPOKHOCTBIO, HAUMHAS C MAJIBIX JI03 U TTOCTIE/yOLIei
TATpauyeit 10 3((HEeKTUBHON /103bI.

Y 6onbHbIX ¢ opimKoil I kmacca u BbIlIe, pe3uCTeHTHON K
MEMKAaMEHTO3HOIl Tepanui, B COYETaHWU C BbIPAXKEHHOM
(=50 MM pr. cT.) obcTpyKuueit BOJIXK nposopurcst xupypruye-
ckast pegykupst Maccbl M2KIT. Y moxusibIx 60/1bHBIX U3-3a Gosee
BBICOKOI'O ONEPalMOHHOTO PUCKa MPENIOYTeHNE OTAACTCS ATKO-
rojibHOI centanbHou abmsiuuu (ACA) [50]. Y aun ¢ TKMIT
crapuie 55 netT ACA yallie 0CJI0XKHSETCS! aTPUOBEHTPUKYJISIPHON
61s0Kkapnoit (43% nporus 21%), B ToM 4uciie NPUBOJALIEH K yCTa-
HOBKE TIOCTOSIHHOTO Kapauoctumyssitopa (13% npotus 5%). 1o
OCTaJIbHBIM MapameTpam 3ppeKTuBHOCTU 1 6e3onacHocT ACA
(ocrarounslit rpauenT gasnenus B BOJIK, dyHKUMOHATBHBII
kinacc CH, HEeoOXOMMOCTb MPOBEIEHHUs TTOBTOPHBIX BMeEIIa-
TenbeTB Ha M2KII, a Takske apuTMUUeckue cOObITUSI B CpaBHE-
HAU C COMOCTABUMBIMU O BO3PACTY IPyNNaMu KOHTPOJS C
I'KMII 6e3 06cTpyKUMU) HE UMEET BO3PACTHbIX pasnuuuii [51].
Xupypruyeckasi MUOCENTIKTOMUST OCTAETCS METOJIOM BbIOOpa
JieyeHus1 OONbHBIX C COMYTCTBYIOIMMU aHATOMUYECKMMU OCO-
6eHHOCTSIMHU, TakuMK Kak narosorust MK, runeprpocus nanui-
JISIPHBIX MBILLILL MY CJIMIIKOM BbIpaskeHHast runeptpocust M2KIT
(=30 Mm), noakIanaHHast MeMOpaHa MM NOKa3aHusl K AOPTOKO-
POHApPHOMY HIYHTUPOBAHUIO. B KpYNHOM CpaBHUTEJILHOM HCCIe-
noBaHuu (n=477) GoabHbIX ¢ 06cTpyKTUBHON (hopmoit 'KMII,
TMOJIBEPTIIMXCs XUpypruyeckoit pegykuun maccsl M2KIT, mpope-
MOHCTPUPOBAHA CONOCTABUMO HM3Kasi CMEPTHOCTD (2,0% npu
ACA u 2,9% npu muocentaktomunt; p=0,63) npu IIATETBHOCTI
Haomopenus 4,0+2.9 roga. Hemoctarkom ACA siBnsimuck 6ogiee
yacTble ciryyau Bo3sparta cumnroMoB Tsekenoit CH (10,3% npo-
B 4,2%; p<0,001) 1 ocTaTo4yHOrO rpajjieHTa JaBJIeHUs] B
BOJIK=30 mm pr. cT. (26,3% npotus 2,1%; p<0,001), uro 3a-
KOHOMEPHO NOTPeOOBAJIO MOBTOPHOTO XMPYPruyecKOro BMellla-
TenbcTBa y 7,1 % GonbHbIx nocie ACA [52]. Tem He MeHee y mo-
SKMJIBIX — TAIMEHTOB  M3-32  4acTO  NPUCYTCTBYIOLIEH
KoMopbuHOoCcTH NpeAnouTenne otaaetcst ACA.
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B ornowmenun pucka BCC npu I'KMII Bo3pacT urpaer no-
JIOKUTENbHYIO POJib, TaK KaK MOKUIIbIE OOJIbHbIE YyKe MPOLLIN
«HCTIBITAHUE BPEMEHEM» U TMpeJICKa3aTelbHble (DaAKTOPbI pHUCKa
BCC y HuX TepsitOT CBOIO CUIIY C KaXK/IbIM IPOXKUTHIM T'OJOM.
CornacHo fnaHHBIM MccneioBanust B. Maron u coaBT. yacToTa
BCC y 6onpHbIX cTapiie 60 JeT aske Mpyu HATMIUU HECKOTBKIX
akTOpOB pUCKa KpailHe HM3Ka, U LEelIecO0Opa3HOCTh yCTa-
HoBku MIK]I ¢ yenbto nepsuuHoil npocdunaktuku BCC y Hux
comHutenbHa [53]. Cpepuuii Bo3pacT ycraHoBku MK]I y 60ub-
HbIX ¢ 'KMIT cocraBnsier 38+17 ner [10].

CambiM yacTbiM ociioxkHeHneM I'KMIT y noxuinbix 6071b-
HBIX siBsieTcss MA, 4TO 00YCJIOBIMBAET MOBBIILIEHHBINA PUCK
TPOMO03MOOIMYECKUX cOObITHI. B pe3ynbraTe KpynHoro me-
Taanamm3a (n=7381) mMpoaeMOHCTPUPOBAHO, YTO PACTIPOCTPA-
HeHHocTh MA cpequ 60nbHbIX ¢ 'KMII coctasnsiet 22,5 u 3%
HOBBIX ciyyaeB Ha 100 605bHBIX B 101 [54], uTo B 4—6 pa3 BhIile,
YeM B COMOCTABUMOI1 IO BO3pacTy ob1ieit nomyisiuun. [Ipennk-
TOpPaMH Pa3BUTHUSI NMEPBOro anm3ofga MA sBistoTCS BO3pacT,
SKEHCKUI T0J1, pa3Mep JieBoro npepcepaus, knacc CH, nannuue
AT u cocypucroro 3aboyeBaHusl, KaK ONPEAEJIeHO B LIKale
CHA2DS2-VASc [55]. ITepsbiit amm3o MA Gonee yem y 60%
60mbHBIX cirydaeTcs nmocse 50 net [56], a pacnpocTpaHeHHOCTh
MA cpepu nuy crapiue 70 net pocturaet 40% [57]. BepositHo,
9TUM OOBSCHSETCS IpeodIajjaHie dMO0INUYECKUX UHCYIbTOB
cpequ 'KMII-cBsi3aHHBIX NPUYKMH CMEPTH B CTapIIel BO3PACT-
Hoii rpynmne [53]. PekomennoBanHOe B HacTOsIIIee BpeMsi e3Ke-
rojjHoe cyToyHoe MoHuToprposanre IKI' Mo>KHO pOBOAUTH
000CHOBAHHO yaille (Kaxjiple 6 Mec) y 60sbHbIX cTapiie 50 neT
U TIpM pa3mepe JieBoro mpejcepaus =45 mum [1] ¢ nenbio Kak
MO>KHO 60Jiee paHHEero Hayajia aHTUKOAryJIsIHTHOM Tepanuu 6e3
ydyeTa pucka TpoMOO3IMOOIMUYECKUX OCIOXKHEHUH MO ILIKale
CHA2DS2-VASc.

BbiBOABI

I'KMII paBHO nepecTasna ObITh 60J1€3HBI0 MOJIO/IBIX JIFOfIEN
nm «0one3Hbro uckirouenus» . 'KMII BnepBble quarnocTupy-
ercs nocye 60 JeT y KaXkjoro mIToro 60JbHOr0. Y MOXKMITBIX
JIIoiell BOBMOXKHO COYeTaHue JIBYX, a TO U Tpex 3a00seBaHuii,
BKytouass 'KMIT, npuBoAsiux K pa3BUTHIO rUnepTpouu MUo-
kappa JIK, uto ciepyeT yuuThlBaTh Ipu o0ciegoBaHu. Bos-
PacT uUrpaeT MoJIoKUTEILHYIO poJib B oTHOIeHnn prcka BCC
npu I'KMII, HO noBbIaeT BEpOSTHOCTb Pa3BUTUSI aMOOJIYeE-
CKMX MHCYJbTOB. [ToaToMy ecnm y MOJIOfbIX GONBHBIX OCHOB-
HbIM CIIOCOOOM INPOJIEHUS] >KU3HU OCTAETCS] CBOEBPEMEHHAs!
yctanoBka K], To y TOXWUIBIX — CBOEBPEMEHHOE BBISIBIICHUE
MA un Hayano aHTMKOAryJjsiHTHoO# Tepanuu. [Ipu Gnaronpu-
ATHBIX aHATOMUYECKNX XaPAaKTEPUCTHKAX B KaYECTBE METOJa
XUpypruueckoi Koppekuun ooctpykiuun BOJIK y noxxusmbix
6oabHbIX TpeanouTenne otnaercs ACA. ['eneTrueckuil aHamms
MOMOTA€eT B NPOBeeHUH (D (EePEeHINATILHOTO JUarHo3a, CKpU-
HMHTE POJICTBEHHUKOB, a TAK>KE OINPEJIEIEHNH TPOrHo3a y 00IIb-
HbIX ¢ 'KMII mro6oro Bo3pacTa.

ABTOp 3asiBJIsIET 00 OTCYTCTBUM KOH(l)JII/IKTa HUHTEPECOB.
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