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PE3IOME

Bsedenue. TTpuxusHeHHAs AMATHOCTHKA TPAHCTHPETHHOBOTO AMHAOUAO3a «AMKOT0> Tuma [ ATTR(wt)-aMMAOMAO3] PAKTUYeCKH OTCYTCTBY-
et. [Ipn atom ATTR(wt)-aMHAOHAO3 SIBASETCS. HEAOOLIEHEHHO IPUMUHOI 3260A€BaEMOCTH M CMEPTHOCTH, OCOGEHHO B CTapIIeii BO3PACTHOIM
rpytie. Leas. VsydauTn 9acToTy, AeMorpadudeckue mokasarean 1 MopdodyHkironaastbie ocobernroctr AT TR (wt)-aMuAOMAO32 Y TALMEHTOB
cXCHI-IV ®K uruneprpopueit AJK >15 MM 1o pesyasraram ayrorcuit. Mamepuaas: umemods:. IIpoBeaeH peTpOCIIeKTHBHBIN aHAAM3 IIOCMEPT-
HbIX 3aKAIOYEHHUI], BKAIOYABIIHX IAIEHTOB OTACACHHS KAPAMOAOTHYeCKOro pouast (n=141) ¢ Beaymum cuaapomom XCH. Bospacr cocrasua
>69 aeT, My>xauH — 19%, sxenuuH — 81%. V3 pukcupoBaHHBIX GOPMAAMHOM GparMeHTOB MHOKAPAR, 3AAUTHIX B ITAPAdHH, TOATOTOBACHBI CPE3bI
TOAIIMHO S-7 MKM, KOTOpbIe OkpammBaau kpacureaem Konro kpacupm (Sigma, CIIIA) 1 MpocMaTprBasl B MUKPOCKOIIE KaK B OGBIYHOM, TaK U
B [IOASIPM30BAaHHOM CBeTe. Taioke MpoBeAeH IMMYHOTHCTOXMMUYECKHE aHAAU3 C IPYMeHeHHueM aHTHTeA K A A-aMHAOHAY, TPAHCTHPETHHY, Kalllla-
H ASIMOAQ- ACTKMM LIETISIM HIMMYHOTAOOYAMHOB. Pesysvmambl. OTAOXKEHVISI aMHAOUAQ BBISIBAGHBI B CTAPYECKOM BO3PACTE U Y AOATOXKHUTEACH, CPeA-
HUI BO3pacT cocTaBua 91,25+9,67 AeT, MpenMyIiieCTBEHHO Y XKEHILUH B CBSI3U C 60Aee HU3KOM IIPOAOAKUTEABHOCTBEO SKxu3HU MyxanH. [Tpu XCH
pasauasoro OK, acconumpyrometics ¢ runeprpodueit AJK 1o AaHHBIM ayTOIICHH, aMHAOHAHBIE OTAOYKEHHSI BCTPEYAIOTCS IIPAKTHIECKH Y KaXK-
AOrO TsITOro yMepiero (B 21% caydaes). KoArdecTBo aMMAOMAHBIX OTAOSKEHHI B MHOKAPAE B OCHOBHOM 65140 He60AbmM (S6% HabAroAeHHIt
FIMeAU OTAOXeHUS aMHAOMAR — (+) 1 27% — (++) ), 3HAIMTeAbHOE KOAMIECTBO AMHAOHAR BhIsIBACHO B 17% cayuaes (+++ — 7% u ++++ — 10%).
Haarrdrre aMHAOMAHBIX OTAOXKEHHI He BAMSIAO AOCTOBEPHO Ha TaK¥e II0Ka3aTeA IHIIepTPOQHH MIOKAPAA, KAK TOAIMHA MEXOKEAYAOUKOBOH Itepe-
ropoaxw, 3aaHeit crerxu AJK, n Macca cepara. B peacTaBaeHHbIX Hamu caydasx Habaropaercst TummaHoe Aast AT TR (wt)-amMuaonpo3a ogarosoe
OTAOXXEHIHEe AaMHAOHMAA B MUOKApAE, IIPX 3TOM B 97% CAydJaeB aMHAOMA PACIIOAAraeTCs B MHTEPCTHUIME BOKPYT KaPAUOMHOIMTOB U B 3% cAydaeB
FICKAIOYUTEABHO BOKPYT COCYAOB. 3akatouerue. AT TR(wt)-aMHIAOHAO3 BBISBACH Y KQXKAOTO [IATOTO MAleHTa B KOTOPTE MALMEHTOB CTApYeCKOro
BOBPACTA M AOATO’KHTeAH, IPEUMYIIECTBEHHO Y keHIyuH (83%), U He 6bIA AMATHOCTUPOBAH IPU KHU3HH. XapaKTEPHBIMH MOP$OAOTHIECKIMH
nposiBaerrsivu AT TR (wt)-aMHAOHAO3 SBASIFOTCS O4aroBble OTAOYKEHHS AMUAOHAR, TAABHBIM 06Pa30M B HHTEPCTULIMM MUOKAPAQ.
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SUMMARY

Background. Life-time diagnostics of wild type transthyretin amyloidosis (ATTR(wt)-amyloidosis) is virtually absent, even though ATTR (wt)-
amyloidosis is an underestimated cause for morbidity and mortality, particularly in the older age group. Aim. To study incidence, demographic
characteristics, and morpho-functional features of ATTR(wt)-amyloidosis in patients with FC IV CHF and LV hypertrophy > 15 mm accord-
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ing to autopsy data. Materials and methods. Postmortem reports were retrospectively analyzed for patients (n=141; 19% males, 81% females)
of cardiology departments aged >69 with the underlying CHF syndrome. From all formalin-fixed fragments of the myocardium embedded
in paraffin were prepared 5-7 mkm cuts, which were stained with Congo red (Sigma, USA) and viewed under normal and polarized light.
Immunohistochemical analysis was also performed using antibodies to AA-amyloid, transthyretin, kappa and lambda-light chains of immu-
noglobulins. Results. Amyloid deposits were found in both old and very old persons aged 91.254+9.67, mostly in women due to shorter life
span of men. In different FCs associated with LV hypertrophy, according to autopsy data amyloid deposits were observed in virtually every
fifth deceased (21% of cases). The amount of myocardial amyloid deposits was generally small (56% of cases had (+) and 27% had (++) amy-
loid deposits); 17% of cases had considerable amyloid deposits (7% had (+++) and 10% had (++++)). The presence of amyloid deposits did not
influence indexes of myocardial hypertrophy, such as ventricular septum thickness, LV posterior wall thickness, and heart mass. In the presented
cases we observed focal amyloid deposition in the myocardium typical for old age-related amyloidosis; in 97% cases, amyloid was located in the
interstitium, around cardiomyocytes and in 3% of cases - exclusively around blood vessels. Conclusion. ATTR (wt)-amyloidosis was detected
in every fifth patient in the old and very old cohort, primarily in women (83%), and was not diagnosed during the life time. Characteristic

morphological manifestations of ATTR(wt)-amyloidosis were focal amyloid deposits mostly in the myocardial interstitium.

COOTBETCTBUH C KAMHHYECKMMH PeKOMEeHAAITHIMH

EBpormeiickoro o61mecTBa KAPAUOAOTOB [I0 AUATHOCTHKE
¥ AedeHHIo runeprpoduaeckoit kappuomuonarun (IKMIT)
or 2014 r. B crpykrype I'KMII 5-10% cay4aeB mpuxoAUTCS
Ha $penoxomuu 'KMIT, 06ycaoBAEHHBIE KaK T€HETHIECKOH,
TaK U HereHeTHIecKoit marosorueit [1].

Kak craso H3BeCTHO B IOCAGAHHE TOABI, CHCTEMHbIE
$OpMBI aMHAOHAO32 He SIBASIFOTCSI PEAKUMH 320 0AeBAaHUSIMHL.
Qenoxomuss I'KMII, o6ycaoBAeHHas TPaHCTUPETHHOBBIM
aMHAOHAO30M «AMKOro» Tuma [ATTR(wt)-amMmaomao3om],
paHee HU3BECTHBIM KaK CHCTEMHBIH CTApYECKUH aMHAOH-
AO3, SIBASIETCSI HEAOOLIEHEHHOM IIPUYMHOM 3a060AeBaeMOCTH
U CMepPTHOCTH, OCOOEHHO B CTaplieil BO3PAaCTHOMN IpyIIIe
[2]. Tpauctuperun (TTP) sBAsleTcS TUIMYHBIM AMHAOU-
AoreHHBIM 6eaxoM yeaoBeka [3]. Otaoxenus TTP «auxo-
ro» tuna [ATTR(wt)] ABASIOTCS MPUYMHOM CTapueCKOTo
CHCTEMHOTO aMHMAOMAO33, NOPAXKAIONIEro AIOAeH cTapime
60 aer. Tak, B COOTBETCTBUM C AAHHBIMH HAIJIOHAABHOTO
neHTpa AMHAOMAO32 B BeanmkoOpuranum, mpu o6caepoBa-
Huu 5100 manueHTOB ¢ pa3AMYHBIMU pOPMAMU AMHAOMAO3A
ATTR(wt)-aMuAOHAO3 BbIsIBASETCS B 3,2% CAydaeB cpeau
BCEX CHCTeMHBIX pOPM aMHAOHAO3a B PAa3HBIX BO3PACTHBIX
IpyIIax, IpYU 9TOM OTMeYaeTCs yBeAUYeHHe BCTPeYaeMOCTH
AaHHOI popMbl amuaonpo3a ¢ 0,2% (Ao 2000 r.) A0 6,4%
(mocae 2000 t.) [4].

Pabora B.T. Larsen ¢ coaBT., IpOBeAeHHAsi B KAHHHKe
Maito, IpOAEMOHCTPHPOBaAAd IIPU AHAAU3E AYTOICHHHOIO
MaTepuaaa, BkatoumBmero 108 maruenTos (cpeaHHit Bospact
7S AeT, MyxduH 69%), 9TO IPH TUIMPOBAHUN AaMHAOHMAHDIX
otaoxennit ATTR(wt)-amuaonp03 coctaBaser S5% cpean
BCeX CAy4aeB CHCTeMHbIX JopM ammaompo3a [S]. Barbara
Kieninger ¢ COaBT. MCCAEAOBAAN 9HAOMHUOKAPAUAAbHBIE OHO-
nTathl 101 manumenTa B Bo3pacTe oT 37 A0 85 AeT M MOKasa-
A", 4TO B IepMaHMM TPaHCTHPETHHOBBIA AMHAOHAO3 COCTAB-
AseT 42% cpeAn BceX CHCTeMHBIX GOPM aMHAOHMAO3a [6].
B cootsercrun ¢ perucrpom ATTR THAOS (Transthyretin
Amyloid Outcome Survey) wacrora BhisBaerus ATTR(wt)-
aMHAOHMAO3a B Kappmosormdeckux IeHrpax CIIA cocraBas-
er 50,5% (n=390, 71£10 aet, 86,9% MyX4uH), B TO Bpems
KaK B ocTaAbHbIX cTpaHax mupa ATTR(wt)-amuaonpa03 o6Ha-
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pyxuBaerca B 26,2% cayuaes (n=2140, 59+16 aet, 66,3%
myxuut) [7]. M. Tanskanen ¢ coaBT. mpoBeAn HccAeAOBaHUe
B 2008 r., moKa3aBIllee, YTO IO AAHHBIM ayTOIICHi B QUHASTHAUM
ATTR(wt) BbIABASIOT y 25% TIAljUeHTOB B Bo3pacTe >85 AeT
[8]. AHarorudHbBIE pe3yABTATbI OBIAM IIOAYYEHBI B GoAee paH-
Heil pabote, BoimoanenHoit G. G. Cornwell ¢ coasr. B 1983 r,,
o6uapyxusmux ATTR(wt) y 25% u3 85 naiueHTos B BO3pacte
>80 AeT IIPH U3Y4eHUH Ay TOIICHITHOTO MaTepuaaa [9].

AMarHo3 YacToO yCTAaHABAMBAETCS HA ITO3AHHX CTAAMAX
3a60AeBaHHs HAM IPOIYCKAETCS M3-32 OTCYTCTBUS CITelj-
HPHIECKUX KAUHUYECKUX IIPU3HAKOB, OMOXMMUYECKUX Map-
kepoB 1 OxoKI' mapamerpos. Ha paHHBINI MOMEHT 30A0TBIM
CTAaHAAPTOM BepHUKAIMH AMHAOHAO32 OCTAETCS OHOICHS
KAMHHYECKH IIOP)KEeHHOTI'O OpPTaHa CO CIIeln$HIeCKUM OKpa-
muBaHreM o6pasnos Koxro kpacusiM. B cBs3u ¢ Bbimecka-
3aHHBIM IIPEACTABASETCS aKTYAaAbHBIM AHAAM3 PACIpOCTpa-
nennoctu ATTP(wt)-aMHAOMAO32 ¥ MYXUHH U SKEHIIHH
B CTapIIel BO3PaCTHOM IPYIIIE I10 Pe3yAbTaTaM IIOCMEPTHON
AHArHOCTHKH.

LTeAb paboThI — U3y 4HTH YACTOTY, AeMOTpadiecKye OKa-
3areAn u MoppodyHKIHOHaAbHBIe 0cobenHocTH ATTR (wt)-
amuaounpo3a y marueHToB ¢ XCH I-IV OK mo NYHA u Toa-
IUHO# MesxoKeAyAouKoBoit eperopoaku (MDKIT) mam 3ap-
ueit crerku AJK (3C AXK) >15 MM 1o pesyabraTaM ay TOICHIL.

MarepuaAbl H METOABI

B reuenue 2 aer B [opoackoit 60abHurie N2 23 r. CaHkT-
Ilerepbypra mposopuacst ckpuuuar Ha ATIR(wt) Bcex
YyMepIIUX B OTAEAHHH KaPAUOAOTHYECKOTO IMPOQHUAS, HMEB-
mux npu xusan XCH I-IV OK u, mo pamEBIM ayTomcuu,
roamuny MOKII nau 3C AOK >15 mm. B urore npoanasusu-
PpOBaHbI MOCMepTHBIe 3aKkAlodeHns 141 maruenTa. Cpeanmuit
BO3PACT COCTaBHA 269 AeT. KpurepusMu HCKAIOUEHUS SBAS-
AWCh HAAMYME CHCTEMHbBIX BOCIIAAHUTEABHBIX 3a00AeBAHMI
COEAMHHUTEAbHOM TKAHM, THOMHBIX HHQEKIIHH, OHKOAOTHYE-
CKHX IIPOIIECCOB IO AAHHBIM aMOYAQTOPHBIX KapT.

Mopdoaroruueckoe uccaepoBaHHUE
W3 ¢uxcupoBaHHBIX POPMAAMHOM (PPArMEHTOB MHO-
KapAQ, 3aAUTBIX B NapaduH, MOATOTOBAEHBI CPe3bl TOAIIM-
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HOI S5-7 MKM, KOTOpble OKpamuBaau KpacuTesem Kowro
kpacusM (Sigma, CIITA) 1 IPOCMATPHBAAK B MUKPOCKOIIE
KaK B OOBIMHOM, TaK ¥ B MOASIPM30BAHHOM CBeTe. AAsI OKpa-
CKU SIACP HCIIOAB30BAAM KBACLIOBBIA remarokcuaus [10].
Taioxe ObIA TIPOBeAeH HMMYHOTMCTOXHMUYECKHI aHAAU3
C TpuMeHeHHeM AaHTHUTeA K AA-aMHAOMAY, TPAHCTUPETHUHY,
KAIIIa- U ASMOAQ- AeTKUM IIeTISIM UMMYHOTAOOYAHHOB.
Crarucrudyeckasi 06paboTka IPOBOAUAACH C IIOMOIIBIO
raketoB Microsoft Exel 2010, SPSS 22. Aauusie npeacras-
AeHbl B BUAE CPEAHEro 3HaueHus * CTaHAAPTHOE OTKAO-
Henne. CpaBHeHHe MeXAy CO0OOM HeIpepbIBHBIX BEAMYHH
C HOPMAABHBIM PACHpPEAEACHHEM OCYIeCTBASAOCH C IOMO-
mpio t-Tecra. AAd CpaBHeHMs HeNpPephIBHBIX BEAMYUH
IIPH HEIIPaBHABHOM PacIlpeAeACHUH MTOoKasaTeAs (pasamdns
KOAMYECTBEHHBIX [apaMeTPOB B HE3aBUCHMbIX TPYIIIax)
HCIIOAB30BaACS KpuTepuil ManHa—Yutau. CpaBHeHHe A¥C-
KpeTHbIX (pephIBHBIX) BEAUYUH IPOBOAUAOCH C HCIIOAB-
30BaHMeM KpUTepHs X C IONPABKOH Ha HENpPepHIBHOCTD
no Wercy. Ecau 4McAO cAydaeB B OAHOI M3 CPAaBHUBAeMbIX
rpynn ObIAO MeHbIIe S, TO IPHMEHSACS ABYCTOPOHHHI
kpurepuii Qumepa. AAS CpaBHEHHS YacTOT MCIIOAB30-
BaACs KpUTepuil cooTBeTcTBUsA Ilmpcona — yx*. Pasamums
CYMTAAMCH CTATHCTHYECKH AOCTOBEPHBIMH IIPH 3HAYEHHUSIX

p<0,0S.

PesyabpTaTnI

Perpocnexrusno mpoanaausuposaH 141 mocmepTHBIN
SNUKPH3 IALIUEHTOB C aMOYAQTOPHBIM AHArHO30M THIIEp-
tonnyeckas 6oaesnp, UBC, XCH I-IV OK, umeromux ToA-
mury MOKIT nan 3C AOK 215 mm. B nccaepyemoit xoropre
COOTHOIIIEHHe MY>KIMH H XKeHIUH cocTaBrAo 1:4 (19 u 81%
COOTBETCTBEHHO) B CBSI3H C 60A€e HU3KOI IIPOAOAKUTEABHO-
CTBIO SKU3HU MY>KYHH.

Y 30 (21%) ymepumx B MHOKapAe GbIAM BbIIBAEHBI pac-
IIOAOKEHHBIE B MEXKACTOYHOM IIPOCTPAaHCTBe aMOpdHbIe
PO30BbIe Macchl, KOTOpbIe NP OKpacke kpacureaeM KoHro
KPacCHbBIM IPHOOPETAAN KPACHBII LIBET C SIOAOYHO-3€AEHBIM
ABOIHBIM AydYeIIpeAOMAEHHUEM, 3aMeTHbBIM, €CAU IIperapar
paccMaTpuBaTh B IIOASPH3OBaHHOM cBeTe. KamHuueckue
(1o AQHHBIM aM6YAATOPHBIX KapT) U MOP$OAOTHYECKHE [IPH-
3HaKM cHucTeMHOro AL-aMHAOMAO3a OTCYTCTBOBAaAHM, AQH-
HBIX O HAAUYHH XPOHHYECKOTO BOCIIAAMTEABHOTO IIpoIiecca
M OHKOAOTMYECKHX 3a60AeBanuil He moaydeno. ¥ 13 (43%)
MAIUEHTOB OTAOXKEHMS aMHAOHAA B MHOKApAe COYETAAUCDH
C KAMHUKOI 3acToiiHoi buBenTpukyasproit XCH III-IV OK,
B 17 cAy4yasx oTAoXKeHHS aMHAOHAA uMeAan Mecto mpu XCH
I-11 OK, mipu aTOM HU B 0OAHOM cAydae anarHo3 ATTR(wt)-
AMUAOMAO3A [IPH KU3HU YCTAHOBAEH He ObIA.

Bospacr 6oabubix B rpynne runeprpoduu AK (FAXK)
C AMHAOMAHBIMU AEIIO3UTAMHU COCTAaBHA OT 69 A0 102 aert,
B cpepHeM 91,25+9,67 aer, u3 HuX poaroxxuteaeit 80%, Myx-
yuH 17%, sxenmun 83%. Y 111 ymepmux ¢ IAJK u XCH
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Ta6anma 1. XapakTep KOMOPOUAHOM [IATOAOTHH Y IIALEHTOB
¢ 'APK 11 aMMAOUAHBIMU OTAOXKEHHSIMH B MHOKapAe

TAK + amuAaoupHbBIE

ITapamerp AETO3UTHI B MHOKApAE
(n=30)

Tuneproxudeckast 60Ae3Hb, % 100
HBC, % 100
TTNKC, % 10
TOAA, % 10
OHMK, % 4

Xponudeckuit 6poHXHUT, % 97
Xponunveckuii nuesoHePpput, % 100
Xpounnueckuit xosenucrut, JKKb, % 52
XpoHuyecKuit MaHKpeaTuT, % 69

ITHKC - nocmundapkmuuiii kapouockepos;
2KKB - sceruno-kamenHas 60Ae3Hb.

Ta6anna 2. Ocob6eHHOCTH MOPPOAOTHIECKUX [TAPAMETPOB
MHOKapAa y marreHToB ¢ I'AJK 1t ammaomaHbIME
oTaoxeHuaMu u ¢ TAJK 6e3 aMHMAOMAHBIX ACTTO3UTOB

L TAK
C aMHUAOMAHBIMH
ITapamerp 63 aMHAOHAHDBIX
OTAO>KEHHUSIMH .
(n=30) oraoxenuit (n=111)
MOKII, mm 18,76+4,13 17,65£2,48
3C AK, mm 16,76+2,86 16,9112,64
Macca cepania, r 502,78+219,27 437,39+4S5,75

I-IV K amMHAOMAHBIE OTAOXKEHHS OTCYTCTBOBAAHM, CpeA-
HUI1 Bo3pacT — 82,71+6,49 AeT, 4TO AOCTOBEPHO MeHbIIe,
gem B 1-it rpymme (p<0,001).

XapakTep COIyTCTBYIOIIeHl IIATOAOTHH B TpPyIIIe OOAB-
HbIX, uMeBIIUX I'’ADK 1 aMHAOHAHDIE OTAOXKEHUS B MUOKAPAE,
oTpaxkeH B Tabaue 1.

Bce ymepume nanmenTsr ¢ IAJK 1 amuaonaHBIME AeTIO-
auramu B MuOKapae U I'ADK 6e3 aMHAOUAHBIX OTAOXKEHHUI
HMeAH runeproHudeckyio 6oaesub u MIBC ¢ renepaauso-
BaHHBIM aTePOCKAEPO30M KOPOHAPHBIX apTepuil 4-i1 cTere-
HH, 1lepeOPAABHBIX apTepuil 4-i CTEIIeHH U COCYAOB MOYeK
3—4-# creneHM HNpU IHOCMEPTHOM AMarHOCTHKE, HO AOCTO-
BEPHBIX Pa3AMYMIL B CTEIICHHM KOPOHAPHOTO aTePOCKAEpPO3a
MeXAy Ipynmamu He moaydeHo. ITepenecenusiit MIM o6Ha-
pyxet y 10% ymepimmx, TpoMO0IMOOAUS A€TOYHOM apTe-
puu (TOAA) umena mecto B 20% cAydaeB, ocTpoe Hapy-
menue Mo3rosoro kposoobpamenus (OHMK) BoisBaeHo
B 4% HabAr0peHui B rpymme nanueHToB ¢ IAJK u amuaona-
HBIMM MaccaMi. XPOHHYECKUI OPOHXUT ObIA BBIIBAEH IIPAK-
THYECKHU Y BCEX IIAIJMEeHTOB CTApYeCKOro BO3PAacTa M AOATO-
xuteaeit (97%), NpU3HAKK XPOHMYECKOTO MUeAOHeppHUTa
3aperuCTPUPOBAHbI ¥ BCEX yMePIIUX, XpOHUYECKHI XOACITH-
CTUT ¥ IAHKPEeATUT HAOAIOAAANCH B 52 11 69% cAaydaeB coOT-
BeTcTrBeHHO. IlanuenTs ¢ TAJK 6e3 aMHAOMAHBIX OTAOXe-
HUF MMEAU COMOCTABUMBIH XapaKTep KOMOPOHAHOI IIaTo-

AOTHH.
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Tabauma 3. KoAnyecTBo aMHAOHAHBIX OTAOXKeHHIT y yMepux ¢ [ADK

AmMuaomnp,

(++)

AMuaomnp,

(+)

I'pynmsr
yMepImux

AMuaounp
(+++)

AmMuaomnp,
(++++)

TAK +
aMUAOHA
(n=30)

TAK +
AMHUAOUA +
XCH III-

IV oK

TAOK +
AMHAOHUA +
XCHI-
II dK

17 (56%) 8 (27%) 2 (7%) 3 (10%)

6 (46%) 6 (46%) 0 (0%) 1(8%)

11(64%)  2(12%)  2(12%) 2 (12%)

Mop¢oaorudgeckue mapamMeTpbl MUOKApAA B H3YYaeMbIX
TpyIIIaxX IpeACTaBAeHs! B Tabaume 2. Tak, B rpymmnax marues-
toB ¢ 'AJK 1 ammaonpapiMu otaosxkeHusamu u I'AJK 6e3 amuao-
HAHBIX Aerto3uToB ToAmHa MOKIT cocraBuaa 18,76+4,13 MM
u 17,65£2,48 mm, Toamumua 3C AK - 16,76£2,86 mm
u 16,91%2,64 MM, Macca cepania — 502,78+219,27 ru 437,39+
45,75 r COOTBETCTBEHHO €3 AOCTOBEPHBIX PABAUUUI MEXKAY
rpymmaMi. Y BCeX IALHEHTOB B O0EUX IPYINIaX BBUIBACH
cummerpuyHbift xapakrep I'AJK. Ilpoamasmsmposana B3au-
MocBs3b Toamunbl creHok AXK (MKIT u 3C AXK) u mMaccnr
MuoKapaa B 3apucumocT ot Tsokectd XCH B rpynmax ¢ XCH
I-IT ®K nportus XCH III-IV @K, a Taroke B pasHbIX BO3pacT-
HbIX rpymax (MOXHAOH U cTapyeckuit Bospact (69-89 aer),
poaroxuteant (290 Aet)), IPU 3TOM AOCTOBEPHBIX PA3AUYHIL
BBISIBACHO He OBIAO.

B xoae Hamero mccaepOBaHMSA ITPOAHAAM3HPOBAHO KOAH-
YeCTBO AMHAOHMAHBIX OTAOXKEHHH B KaXXAOM IIpeIlapare,
YTO MIOKA3aHO B Tabaure 3.

25
20.%‘
15

10 ® MXII, mm ® 3C AK, Mm

S

0
Amunounp AmMuaonp AmMuaownp Amunounp

(+) (++) (+++) (++++)

Pucynox 1. ToAmuHa MeXOKEAYAOUKOBO IIEPETOPOAKH

U 3aAHel CTeHKH AeBOTO XKEAYAOUYKa B 3aBUCHMOCTHU

OT KOAMYECTBAa aMMAOUAHBIX OTAOKEHUI ITPU TUepTpoduu
AEBOTO JXEAYAOYKA M XPOHUYECKOH CEPACIHOMN
HepocrarouHocTH I-IV pyHKIIMOHAABHOTO KAACCA
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Y ymepuux manuentoB ¢ I'AJK B ocHOBHOM HabAroAa-
eTCsl HeOOABIIIOe KOAUYECTBO aMHAOUAA B MHUOKApAE, BbIpa-
JKeHHOe CKOIIA€HHE AMHAOHAA 3aperucTpHpoBaHo B 17%
HaOAtopeHUI. OTAEABHO M3Y4eHO KOAUYECTBO AMHAOUAQA
B IIpeIapaTax B IIOATPYIIIAX MAIJHEHTOB C Pa3AMYHON TsDKe-
crpio XCH. Y naijneHToOB ¢ OTAOKEHUAMM aMHAOMAAQ U KAU-
Huyeckort kxaprunoit XCH III-IV @K nmpm mocMepTHOI
AMAarHOCTHKE BBIIBACHDBI OTAOXKEHHS aMHAOHAA B MHUOKAapAe
IIPeUMyIIeCTBeHHO B KoAndecTBe (+ nau ++) — 90%, B 60Ab-
mom koandectBe (++++) HabAaropaAuch Aumb B 10% cayda-
eB. B rpymnne nanueHTos c poenodutamu amuaonpaa u XCH I-
II ®K xoamdectBo amuaouaa (+ MAM ++) BbIABACHO B 78%
IIPEeNapaToB, BHIPRKEHHOE KOAMYECTBO (+++ MAM ++++)
B 22%, 94TO He MMeeT CTATUCTUYECKU 3HAYMMBIX PA3ANIMIA
IO CPaBHEHHUIO C IMAIUEHTAMH C OTAOXKEHMSMH aMHAOHMAR
u kanaukoit XCH III-IV K (p>0,05).

KoaudecTBO aMuaompa B MHOKapAe€ AOCTOBEPHO
He BAamsao Ha ToamuHy MOKII, 3C AJK u maccy cepana.
Tak, MpuU He3HAYUTEABHOM KOAMYECTBe amMuAoupa (+)
roamusa MOKIT u 3C AOK cocTaBusa o 17 mMm, mpu yme-
peHHOM KoAaumdecTBe amuaoupa (++) Toamuna MOKIT —
17mMm 1 3C AK - 16 MM, Ipu KOAMYECTBE aMHUAOHMAQ
(+++) — 20 MM u 18 MM COOTBETCTBEHHO, IIPH COAEPXKa-
HuM amuAaoup2 (++++) — mo 19 MM, 4TO mpeAcTaBAeHO
Ha pucyHke 1.

Tunuunass Mopdosormyeckas KapTHHA IIPEACTaBACHA
Ha pucyHkax 2, 3 u 4. Ha npemaparax, oxpamennsix Konro
KpacHbIM, YeTKO BH3YaAUSHUPYIOTCS CKOIIACHMS aMUAOHA-
HBIX MACC, PaCIIOAO>KEHHbIX B BUA€ OYaroB CPEAHEro pasmepa
(oxoao 100 MKM B AMaMeTpe) B MHOKapA€ BHeE CBS3H C KpO-
BEHOCHBIMH COCyAQMHU. B KapAMOMHOIMTaX HAOAIOAQIOTCS
KpyTIHble [IepUHyKAeApHble CKOTIAeHHs AMnodyciuHa (Okpa-
IIEHbI B KOPUYHEBBIM uBeT). SIApa KACTOK OKpalIeHbl B CHHUI

Pucynox 2. Oxpacka macc amuaoupa KoHro kpacHeiM.
Yeeanuenue 400. [Tauument N1, 91 rop



SS OPHUTMHAABHBIE CTATbM

IIBET KBACIJOBBIM I'eMaTOKCHAMHOM. B mpeacTaBAeHHBIX CAy-
YasiX HAOAIOAQAVICH MHOXECTBEHHbIE OYaroBble CKOIIACHHS
amuaoupa. Ilpu nmpocMoTpe npenaparos B IOASIPU30BAHHOM
cBeTe HAOAIOAAAOCH 3eAeHOBaToe cBedeHue. IIpu mmmyHO-
TUCTOXUMHUYECKOM HCCAGAOBAHUH BBIIBACH TPAaHCTHPETUH
B MAacCaxX aMHAOHMAQ, AAHHBIX 3a HaAnurie AA- u AL-ammaonaa
He TIOAYYEHO.

IIpoaHaAM3HpOBaHbBI TaKke OCHOBHbIE IPUYHMHBI CMep-
TH B ONKCAHHBIX I'PYIIIAX [AMEHTOB. B rpymme manueHToB,
nMmeBmux ['AOK u oTAOXKeHHS aMHAOMAQ, CMEPTh HACTYIIHAQ
B 59% cAy4aeB OT LjepeOpaAbHOTO aTepOCKAEPO3a, PeLHAU-
BUPYIOIIETr0 OTeKa T'OAOBHOTO MO3Ia, KaXeKCHH, 3aCTOMHOMN
[IHEBMOHHMY, UHTOKCHKALUY, B 26% HaOAIOAEHHUII — OT are-
pockaepoTHiecKoit 6oAaesHH cepala, ocaoxuuBmeiicss XCH,
OTeKa AeTKUX, 3aCTOMHOH ITHeBMOHHUM, HHTOKCHKAIIUH,
B 11% — OoT aTepOCKAEPOTHUYECKOH OOAE3HH CEPALId, OCAOXK-
uusineiics XCH, oteka aerkux, TOAA u B 4% — or OHMK.
B rpymnme manuenTos ¢ TAXK 6e3 aMHAOMAHBIX Macc IpHYH-
HBI CMEPTH aHAAOTHYHBI onucanHbiM mpu IAJK ¢ ammaoua-
HBIMU AETIO3UTAMH M AOCTOBEPHBIX PA3AMIMI MEXAY IpyIIIa-
mu ser (p>0,05).

O6cysxpaeHne

ITo panubmM Poccrata, B Cankr-Iletepbypre oxupaemast
IPOAOAKMTEABHOCTD JKM3HU MY)XXUHH COCTaBAsieT 65,9 aer,
XeHINMH — 76,7 aeT. Ilo pe3yabraTaM HaIlero HMCCA€AOBa-
Hus, U3 141 BKAIOYEHHOTO TALeHTa B OTOOPAHHOM KOropTe
B BO3pacTe >69 AeT MpeBaAMpOBaAU >KeHIHUHBI (81% xeH-
muH; 19% My>K‘II/IH). OTAOXKEHHS aMHAOUAA OBIAM BBIABAE-
HbI B 60Aee cTapielt BO3PACTHON IPYIIIIe, CPEAHHIT BO3PACT
coctaBua 91,25+9,67 AeT, mpeuMyILjeCTBEHHO Y >KEHINUH,
YTO MBI CBSI3bIBAEM C OOABIIIEI IIPOAOASKUTEABHOCTBIO HX JKH3-
Hu. Taxum o6pasom, mpu XCH pasamansix K, acconuupy-
romerica ¢ 'AJK, mo paHHBIM ayTOICHH, aMHAOHAHbBIE OTAO-
SKeHIHS BCTPEJAIOTCS IPAKTUIECKHU Y KAXKAOTO 5-TO yMepIIero
(B 21% cayuaes).

ITospuuit Bo3pact aebrora cummromoB XCH, mpe-
HMYIIIeCTBEHHOE BOBA€UEHHME KapAMOBACKYASIPHOH CHCTe-
MBI, IIOATBEP>KA€HHOE HCKAIOYEHHEM APYTHX CHCTEMHBIX
$opM aMHAOHA03a TIPH MOPPOAOTHIECKOM HCCAEAOBAHHUH,
OTCYTCTBHE CEMEHHOTO aHAMHe3a 3a00AeBaHMsS, a TaK-
’Ke XPOHUYECKUX BOCITAAUTEABHBIX IPOLIECCOB, IHOMHBIX
MHPEKIUI ¥ OHKOAOTHYECKHX 3a00A€BAHHI ITO3BOAHMAH
HaM IIPEATIOAOXHTDb HaAM4He y TAIJMeHTOB TPaHCTHUPETH-
HoBoro ammaomposa. CoraacHo kaaccuukanuu 2014r.
TPAaHCTHPETHHOBBI aMHAOHAO3, XapaKTePHU3YIOIUHCS
NpU3HaKaMH u cuMnroMamu 3actoiHoit CH y moxxuasbx,
IPEeUMYIeCTBEeHHO MY>XYHH, OTHOCHACS K CBS3aHHOMY
C BO3PaCTOM CTapYeCKOMY KAPAMAABHOMY HMAU CTApPYECKO-
My cHUCTeMHOMY aMHAOMAO03y [11]. Tepmun Tpanctmpe-
THHOBOTO aMHAOHMAO3a C OTAOXKEHHeM 0eAKa <«AHMKOIo>
tuna [ATTR(Wt)-aMHAOMAO3], B COOTBETCTBUM C KAACCH-
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Pucynoxk 3. Oxpacka Macc amuaoupa Konro kpacapim.
YBeanuenue 400. ITanument N2 2, 90 aeT

Pucynok 4. IMMyHOTHCTOXMMIYECKOE BbLIBACHHE
TPAaHCTHPETHHA B MACCAX AMHAOHAA

¢ukanueit or 2016 r., mpepsoKeHHON MeXAyHApOAHBIM
001[eCTBOM II0 M3yYeHHIO AMHUAOHAO32, IPUHST AASL OTpa-
JKeHUsI OHMOXMMUYECKON NPHUPOABI AMHAOMAHBIX AEMO3HU-
10B [12]. AHMarHo3 aMHAOMAO3a 9aCTO YCTAaHABAUBAETCS
Ha MO3AHMX CTAAUSX MAM IIPOITYyCKA@TCS BCAGACTBUE HU3-
KO 4yBCTBUTEAPHOCTH M CIIEIUPUIHOCTH KAMHUYECKOMH
KapTUHbI ¥ AQHHBIX MHCTPYMEHTAABHBIX METOAOB AMarHo-
cruxu. OCOOeHHO CAOXKHOI 3aAaueil SIBASIETCS BhISIBACHHE
ATTR(wt)-aMHAOHMAO32, TIOCKOABKY AQHHOe 3aboAeBaHHe
pasBuBaeTcs B CTaplleil BO3PacTHOH rpymme Ha ¢oHe
comyTcTByIOmux 3aboseBanmii, Takux kak MBC, apre-
pHAAbHAS TUIEPTEH3HS M AOPTAABHBIN CTEHO3, U OTCYT-
CTBYIOT KaKue-AH0O creruuuecke 9KCTPaKapAHaAbHbIE
IpOsIBACHUS MAU 6uOMapkepsl B kposu [13], B oTanmume
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oT AL- ¥ HaCAeACTBEHHOTO TPaHCTHPETHHOBOTO aMHAO-
[ATTR(mt)-ammaoup03],
I0TCSl HAAMYMEM MOHOKAOHAABHOTO MMMYHOTAOGYAMHA

HA03a KOTOpbIe IIOATBEPIKAA-
nau Mytanuil B reHe TI'P coorBercTBenHo. Ilo aAaHHBIM
nocaepnux my6aukanuit, ATTR(wt)-aMHAOHAO3 AHMArHO-
CTHPYeTCsA B OCHOBHOM y My>X4uH cTapme 70 AeT B MeHee
4yeM 3 Ha MHAAMOH CAy4YaeB B I'OA, YTO Pe3KO KOHTPACTUPY-
eT, IO AQHHBIM AyTOIICHI, C BBICOKOI YacTOTOH OOHapy-
xeHns TI'R aMHAOMAHBIX OTAOXKEHHH M PAaCIpPOCTpPaHeH-
Hoctbio cuppoma CH ¢ coxpanennoit ®B [2, 14]. Tak,
Tanskanen M. ¢ cOaBT. IPOBEAU HCCAEAOBAHME, IIOKA3aB-
mee, 9TO ATTR(Wt)-aMI/IAOI/IAOB BBIABASIIOT y 25% maIyeH-
TOB 285 AT, XOTA BO MHOTMX U3 9THX IIPeapaToB KOAMYE-
CTBO aMHAOHMAA B MHOKapAe 65140 MaabM [ 8].

B coorBercTBMM C HAIIUMU Pe3YABTATAMHU IIPIDKH3HEH-
Hpiit AuarHo3 ATTR(wt)-aMMAOMAO3 He OBIA MOCTaBACH
HU OAHOMY IanueHTy. KoAn4ecTBO aMUAOUAHBIX OTAOXKEHUH
B MUOKapA€ B OCHOBHOM 6b1A0 HeGoabmmM [S56% Habarope-
HUIT UIMEAH OTAOXKeHMS aMHAoMAA (+) 1 27% — (++)], 3Ha-
YUTeAbHOE KOAMYECTBO aMHAOHMAA BBIIBACHO B 17% caydaeB
[ (+++) = 7% u (++++) — 10%], 4TO COOTBETCTBYET AUTEpa-
TYPHbIM AQHHBIM (8,9].

Haanume aMMAOMAHBIX OTAOXKEHHI He BAISIAO AOCTOBEp-
HO Ha TaKHe ITOKa3aTeAU THIePTPOPUU MHOKAPAA, KaK TOA-
muaa MOKIT, 3C AJK u Mmacca cepalia, i He OBIAO CBSI3aHO
CO CTeleHbI0 KOPOHAPHOTO aTepOCKAEPO3a, YTO COTAACYeT-
cs1 ¢ pesyasraramu Cornwell G.G. ¢ coasr., mpoanaausupo-
BaBIIMX AyTOICHMHBIM MaTepHaA 85 MallMeHTOB B BO3pacTe
>80 aer [9].

B mocaepHee BpeMs IIOSIBHAMCH ITyOAMKAIIUM, IIO3BO-
ASIOIIE 3aITOAO3PUTb THUII aMHUAOHAO3a IO XaPAKTEpPHOM
Mopdoaorudeckoit kaprute. Tak, B pabore Arnt V. Kristen
C coaBT. pokasaHo, uTo Aas ATTR(wt)- m ATTR(mt)-
AMHAOMAO32 HamboAee XapaKTepeH OYaroBbI BapUaHT
OTAOXKEHHSI aMHAOMAHBIX MAacC B MHTEPCTHULUM, B TO BpeMs
Kak Aast AL-aMHAOMAO32 — TIepPHUILIEAAIOASPHBIH THUII BOKPYT
KapAHOMUOLUTOB. [ IpH 9TOM KOAMYeCTBO aMUAOUAHBIX MAcC
6b1a0 6oabme mpu ATTR(wt)- u ATTR(mt)-amusompose
o cpaBHeHHIO ¢ AL-aMHAOHAO30M, XOTSI AOCTOBEPHBIX pas-
AMYUI TOAYYeHO He 6b1a0 [15].

B coorBercTBUHM ¢ mccaepoBaHMeM Barbara Kieninger
c coaBT. 83% 6monTaTOB y nmarenTos ¢ ATTR-ammaonao3om
XapaKTepU30BAAUCh TOABKO OTAOXKEHMSIMH AMHAOHMAQ B HH-
TEPCTULUU 6e3 ACTIO3UTOB B COCYAUCTOM CTEHKE, B TO BpeMs
Kak 72 9% manueHToB ¢ AL -aMHMAOHAO30M MMEAN AMUAOUAHBIE
MAacChl U B MHTEPCTHUILINH, U B CTEHKE COCYAOB. DTU Pe3yAbTa-
THI aHAAOTHYHBI TeM, O KOTOpbIX coobmaau Smith T.J. [16]
u Crotty T.B. [17
OTAOXKEHMS aAMHAOHMAA B HMHTEPCTHIIMM HMEAM OYaroBbIH

]. V manmentoB ¢ ATTR-amma0omA030M

xapakTep B 48% cayuaeB, B 21% HAOAIOACHHUIT MMEA MeCTO
HIePUIICAAIOASPHBIH XapaKTep OTAOXXEHHMH BOKPYT KapAHM-
omuonuToB U B 31% caydaes — cmemanHsni. Kpome Toro,
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Bcerna na

Iar Brepeau

Kopaxkcan

HNBabpasnn

YMeHbIIaeT CHMIITOMBI, YBEJIHYHBAET
nepeHocuMocTh Harpysku npu UBC u XCH!

CHuzkaer puck HHpapkTa muokapaa npu UBC
¢ aucyHKIHei JIeBOro xeayaouka’

Yayuymaer nporao3 npu XCH'

Cﬁmn' Ta6netku, noKpmme DGMDMKQM Co‘:\ep»\amvle Kaxgast 5 Mr um 7,5 Mr ugaGpauka B sie MBaEpaAMHa rmpaxnopmpﬁ CopepxvT N1aKTo3y B Kauectee BcncMaraTeﬂbNaro

BelLIECTEA, rpynn: cpescTeo. MokasaHus K TepanuA CTabunbHOI
TEBIVA CTRGAL0f e o LAWK Sonco GO A3pOCTLX HAEHTDB C HOPAASAY CHLYCORMI PUTHOM 1 C. WORGRTO Yo M T Henepekocwocw w
Han B KOMGUHALIN C GeTa-apeHOGTIOKTODaMM NpH HEALeKBATHOM KOHTDOTE CTAOWNGHON CTEHOKADAN Ha (bOHE
i 03t Tepanis i CepeHoii . Tepanis xp ceppesHoit IV knacea no NYHAC
i DITMOM U YCC He Meree 70 yay i B KoMBHHaLuM Tepanvei, it B Ce0A Tepaniio
pan, Wi npi WA KR i K Cnoco6 W A03bI*. TepaniA CTaGWoHOM

CTeHOKADAVN. HavaNbHas 032 Nperiapaa e MK MDeBbILUATS 5 M 2 pasa B CYTKN Y NAUMENTOB MONOXE 75 NeT (1A NALWMERTOB B EO3DACTE 75 T 1 CTApLLE PEKOMEHTYENES Ha“alTbiast
038 Npenapara Kopakcak COCTABNRET 2,5 i (10 1/2 TaGNETKM 6 Mr) 2 pasa B CYTKH). ECTA CUMITTONbI COXPAHSIOTCA B TesHite 3-4 HefleNl 1 ECTW HaYaNbHa A0MPOBKA XOPOLLO
flepeocnach u 4CC B COCTORHMM NOKOR 0CTaETCs Gonee B0 YAADOB B MUHYTY, 103 MOXET GbiTb YEEM4eHa [0 CTEAYIOULEr0 YpoBHs. MOIEPKBaIoLLas £03a WEAGDaMHa He AOTXHA
PPCGBAST. 7,5 I 2 D o i TRAMEAEE VGS5P1a TGV MDOAGATT, G5 CHMTTONS CTROGDI 12 IMERLLBOTS, S YIALEHHE WESIZONTED W G o
HAGTIONETCA KIMHUYECKN SHAjMMOTO CHKeHIR UCC B TeveHYe 3 MECALEB Teparu, Tepanist xp @sanohas A03a npenapata
Kapaxtant A7 Raesos MTagLe 75 1T GOCTaaer 10 Wb oyt {101 TE6T0T 5 M1 2 pasa B 1K) (18 ALUGHTCS & BEApacTE 75 7T  CTapus perovesRyoUa v ataran s
npenapata KopacaH® cocTaBner 2,5 M (10 1/2 TabneTkun 5 wr) 2 pasa & CyTki). T1ocre A2yX HeAenb MDHMEHeHUR CyTOYHast A03a Mpendpara KOpaKca® MOXET GbiT YBenuena 10 15
(10 TabneTke 7,5 M2 pasa B CyTkv) u A0 10 M (101 TAGNTKE 5 M 2 Daga B CYT) A NALMGHTOR B BOSPACTE 75 1T M CTapLUe, ecAn HCC B COCTORHAM NOKOR CTaGWToHO Gonee B0 YA /M.
B onyae ecnn UCC CTaOWIoHO HIDKe 50 YAL/MUH WU B CAYa. TDOSENEHUS CMITIONOB TAKIIX Kak wnn
FUNOTeHaHs, A0S MOXET GbiTb YMEHblLEHa A0 2,5 Mr (10 1/2 TaGeTki 5 i) 2 pasa B cyTkM. /1A BCEX NoKasaHWiL. ECTA B NPoLecce NpUMeHeHUA npenapara HCC & CocToAHAN NOKoR
CTAOATSHO MHEE 50 i W GCTH Y TALUGHTA OTHESEIOTGS CNTTONS: GPBLUKEDI, J03 TDENANTa AOTKHA GoTo CHIEKa, A0 GOTEE HAHOTO YDOBHA. ECT CC 0GTaETes e 50
VAN WY NAUEHTA COXPHSIOTCA CMITTOMsI GPRZYKaDAMA, NDUNEHEHME NDENApaTa CMEAYET NPEKDaTHTb K MBAODAUAHY W
TIOGOHY U3 BCTOMOFATEToHbX BeLLECTS Mpenapara; YCC B N0KOE Mekee 60 YA/MMH (10 Hasana TeseHUs); KAAVOTEHKSI WOK; 0CTPbIA VHGAPKT MIOKAEA; THXGTAR apTEPHATEHAR
runoTeraHs (CUCTONMYeCKoe Al] Meree 90 MM DT.CT. W AUACTONAYECKOS Al] MeHge 50 MM T.CT); TAXENAA NYEHONHaR HEAOCTATONHOCTS; CHHADOM CRAGOCTH CHHYCOBORO Yana:
(AV)

CHHOATDHaNSHAA G70KAZA; HECTAOMTbHas W 0CTDA CepAlesHas Hell ; Hanne BOMUTENA pUTHG;
GnoKapa ll CTeneH; OLHOBPEMEHHOE MPUMEHEHHE C MOLLIHHIMA MHTIGHTODaI WSODEPMEHTOB CHCTEMbl LUTODOMA PAS0 3Ad (KETOKOHGSOM, WTAKOHG3OM), GHTUGHOTKENN pyMbI
MAKDONWAOB (TaDATPOMMLIH, 3DUTDOMMLIH 119 NDHENa. BHYTD, BUY nporeassl pHTOHaBD) W HedhasonOH (CM. pasen

i C A NpUMEHeHKe C wu W NEPUOA KOPMNIEHUA MPYABHO, KEHLUMHb!
ETODOIHONO BO3pACTa, He CpercTs (cM. pasnen pAMEHEHVE D GEPEMEHHOCTH 1 B NepHOR NAKTALAW):; BOSDACT 40 18 NET; AechuuuT

naKTash, DEKTOS, CHHAPOM 0COGIE YKa3AHUS". Y NALYIEHTOR C CUMITTOMATHNECKOH CTEHOKaPAMEN VBAOPRZNH NOKAaH TONbKO B
KaHECTEE CANTTOMATIAECKOT TepaTAW, NOCKOTTSKY WBAOPAH He 023 Ha sacrory COBTHI Y Tlepen,
ATOM TODETMH AW TDH VTN DELLGHIS 0 THTDALIA 2038 JOMKH G BANOTHEYO CoMAHDG KOUEDEHH ICC, KT MM 24-42C0806 AMEYTATODHOE FEONOAEME, FopYLCI
CEPESHOTO PUTHE. VBaGDAZUH HE PEKOMEHIYETCS naLyieHTau! ¢ COMGPUTIALYEI NDeSep/t W ADYTMMA THNMA aDATWIA, CER3GHHbIMU C QYHKLMEH CHHYCOBOTO Yana, Bo BpEMS Tepaniia
CIGLYET NPOBOMTb KIMHUMECKOE HAGTIOAHHE 32 NALUEHTaMM Ha NDEANET BHABEHIS (UGDWANALUN NDEACERIR. Y NALMEHTOB, NPUHAMALIAX UBAGPAAH, NOBBILIEH PHCK PASBUTUA
MDA IDEBCEDEIT. EGV 20 Bl TP SOOI BYGOAITALNA IDSSCEDIU, COOTLEHYD CXALGENOH T K BESHOKION IO T AL MAEHe
WBAPRAHA AOTKHO GbiTb PRCCMOTPEHO MOBTOPHO. MTALIEHTH C Xp cepgesHon [
COOWER O HEXITSE TR TEWCTAH s KRt A 15 DARGHIDRE K TEHAO 3 TELGHTO8 & A OGopR | Taemt, TMASGEHHG Y TPeHTOR ¢
GpaAMKapAeli: Kopakcai® npoTHBONOKasaH, ecni 40 Havana Tepandn YCC B MIOKOE COCTaBAAET Meree 70 .MUk, ECni Ha hore Tepanan YCC 8 NOKOE YPEXaETCa A0 SHaseHv Weree 50
YA WTW Y MALWIEHTA BOSHAKAIOT CHMTTOM, CBSSaHHSE ¢ GpATMKADIV, HEOBXOMMMO YMEHbILIT £03Y DEnapara Wih npexpatuTy, ecnn YCC OCTaercs eree 50 YAMH wi
ComROTEn TN, CaRae © Gpapnanieh, Mpmeieiue thersara Kapaca® cosuecrio © EVKK, wpexantyn HCC, Tann KaK sopaain i sumvzse
FDOTUEONOKASAHO. CIBAYET C OCTODOXHOCTbIO MDAMEHATD Kopaxcan'ynauv\enmac o CepeHHOI Hell NYHA. He
HagHaHaT5 Npenapar nocne L TUTMEHTHOM npenapar cneayer
ADTEUaTas TWNOTGHIR, HaSH2“aTo ¢ OCTOPOXHOCTO. OWODATTALYA MDEACEPIE — CODRGHHS. GpUTW, NDHEM NPENAPaTa CIGTYET MOAPaTUT 32 24 4aCa. A0 NPOBGIEH
SMEKTPHNECKOH KADAHOBEDCHH, KOPAKCAH® He CEAVeT HAGHa|aTb NI BOOXAEHHOM CUHIDOME YIIMHEHHOTO WiTepBana QT, @ TAKKe & KOMGHHALIWA C NPeNapaTamt, YANMHSIOLLIMNU MHTEDSan
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§ OPHUTMHAABHBIE CTATbM

6bIA0 OOHAPYXKEHO, 4TO OOAbHBIe C AL-aMUAOMAO30M HMEIOT
66abmee koamyecTBo amuaonpa (111 crenenu B 43% cayda-
eB) no cpasrenuto ¢ ATTR (III crenenu B 29% 06pasuos).
Omucannas MopdoAroruyeckas CTPYKTypa MoXeT 00Bbsc-
HHUTb TOPA3AO AYYIIHil IIPOTHO3 Y OOABHBIX C TPAHCTHPETH-
HOBBIM AMHAOHAO30M I10 cpaBHeHMIo ¢ AL- ammuaonpo3om [6,
18, 19]. Larsen B.T. ¢ coaBT. TakKe U3y4MAM Ay TOIICHITHDII
Marepras 108 manueHTOB C aMMAOHAO30M CepAIld M IpO-
AHAAM3HUPOBAAU CBS3b OIPEACACHHOH MOP(POAOTHYECKOM
KapTUHBI C THIIOM aMHAOMAO3a. Tak, oyaroBoe OTAOXeHHe
AMMAOHAQ B MHTEPCTHIIMU BOKPYT KAETOK 4Yallle BBIABASET-
cs mpu ATTR(wt)-amuaona03e, B To BpeMst Kak AHPPys-
Hble OTAOXXEHMS aMHAOUMAHBIX MacC B MHTEPCTHIIMU BOKDPYT
KAETOK M B CTEHKAaX apTepHil U BeH HanboAee XapaKTepHBI
AAst AL-ammaompo3a [S].

B npeAcTaBAGHHBIX HAMH CAyYasiX HAOAIOAAQETCS THITHY-
Hoe AAs ATTR(Wt)-aMHAOMAO32 OYAaTOBOE OTAOKEHHE aMH-
AOHAQ B MHOKapAe, Ipu 3ToM B 97% cAydaeB aMHAOMA pac-
II0AAraeTcsl B MHTEPCTUIIMU BOKPYT KaPAMOMUOLUTOB, B 3%
CAy4aeB HCKAIOUHTEABHO BOKPYT COCYAOB.

TakuM 06pa3oM, IO pe3yAbTaTaM IIPOBEACHHOI'O HCCAE-
AOBaHHMs y KaXpAoro S-ro 6ospHoro XCH pasamdsoit cre-
IIeH! BBIPAKEHHOCTH B KOTOPTe IAIUEHTOB CTAPYECKOTO
BO3PAcTa U AOATOXHTEAEN OOHAPY>KEHBI OTAOXKEHUS aMHU-
AOHAQ B MUOKAapAe. AMHAOHUAHBIE ACMO3UTHI BBIIBACHBI
npenMymecTBeHHO y xeHmuH (83%), 4T0 cBsI3aHO ¢ Goaee
HU3KOH IIPOAOAKUTEABHOCTBIO XXH3HH AL} MY>KCKOTO ITOAQ.
IToaTBepauTD ATTR(Wt)-aMHAOHAO3 MO3BOAMAU cTapue-
CKHH BO3pacT, OTCYTCTBHe CeMeHMHOTO aHaMHe3d, Xapak-
TepHasi MOPPOAOTHYIECKast KAPTUHA B BUAE OYarOBBIX MacC
aMHAOHAQ, AOKAAU30BAHHBIX IPEHMYINECTBEHHO B HHTEp-
CTHIIMHA MHOKAPAQ, © IMMYHOTHUCTOXUMIYECKOE BbIIBACHUE
TPaHCTHPETHHA B Maccax aMHAOUAR. IToAydeHHbIE AaHHbIE
He TO3BOAMAM AOKa3aTh CBS3b BBIIBACHHBIX aMMAOMAHBIX
aeno3utoB ¢ HaamuneM CH BBHAY HepOCTaTOYHOTO 4HCAa
marentos ¢ ATTR(wt). Heo6X0AMMBI AaAbHefIHE HCCAe-
AOBaHUS AAS aHAAM3a ACCOLMAIIMM KOAMYECTBA aMHMAOHA-
HBIX OTAOXEHUM ¢ ToamuHon creHok AJK u ¢ TsoxecThio
XCH c BkAlOueHHEeM 6OABIIEro YHUCAA MAIJUeHTOB He TOABKO
CTapyeCcKOro, HO ¥ IIOXKMAOTO BO3PACTa.
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