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"KpacHble ¢narn™ guarHoctuku HGUNbLTPaATUBHbIX 3a00NeBaHUi cepaua

Pesnuk E.B."2, Hryen T.J1.", Yctioxanuu [1. B.3, Cemsaukmna A H.", LLikonbHukosa M. A

MHduneTpaTnBHble 3abonesanus cepaua — rpynna 3abonesaHuil, xapakrepu-
3yl0LLasCs OTN0XEHMEM aHOMasbHbIX BELLECTB B TKaHU CepAaua, YTo NpuBoauT
K YTONLLEHNIO CTEHOK U PaCLUMPEHUNIO Kamep cepaua ¢ BTOPUYHBIM yMeHbLLe-
HUEM TOJILLMHBI CTEHKWN W Pa3BUTUIO ANACTONNYECKON, PeXe — CUCTONNYECKON,
nmcdyHKLUMM xenyaoyka(oB). Halle Bcero 310 nporpeccupytoLie 3abonesaxus,
KOTOpbIE NPV OTCYTCTBUW afieKBATHOW Tepanuu UMeLOT HeGNaronpuUsTHLIA Npo-
rHo3. KnuHuyeckne nposiBneHns MHGUNLTPaTUBHLIX 3aboneBaHwnii cepala Bapu-
abenbHbl, 4TO Y4aCTO NPUBOAUT K ANArHOCTUHECKUM 3aTPYAHEHUSM 1 OLLnbKaM.
[ns nonTBEpXAEHNS UMK YTOYHEHWS AnarHo3a B GOJbLIMHCTBE Cny4aeB Heob-
X0AnMBI cneuyduyeckme nabopaTopHble ¥ MOPPONOruyeckme NCCnenoBaHus.
CBOEBPEMEHHAs AnarHocTka UMEET peLLalollee 3HaueHve Ans Havana Tepanum
1 yNyyLIeHUs NporHo3a naumeHToB. B faHHON cTaTbe NpefocTaBneHbl Xxapakrep-
Hble NMPW3HAKN 1 CUMNTOMbI, TaK Ha3blBaEMbIE "KpacHbIe dniarn™ uam "knoum gua-
FHOCTWKW", NO3BONAIOLLME 3aMOA03PUTL MHPULTPATUBHbIE 3aboneBaHus cepaua,
[MarHoCTMPOBAaThb UX Ha PaHHMX 3Tanax U HaYaTb XW3HecnacaroLLylo Tepanuio.

KnioueBble cnoBa: nHbUNbLTpaTUBHLIE 3a60NeBaHNs cepaua, MHGUNLTPaTUBHbIE
KapAMoMMonaTim, KpacHble hnary, Kouy AMarHoCTyKI, aMunongos, Capkonaos,
remoxpomartos, 6onesHb Pabpu, Mykononmcaxapunos, 6onesHs [laHoHa, 6051e3Hb
Momne, cepaeyHas HeJoOCTaTOYHOCTh, APUTMUS.
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Infiltrative cardiomyopathies are a group of diseases characterized by the deposition
of abnormal substances in heart tissues, which leads to thickening of the walls
or dilation of chambers with a secondary decrease in wall thickness and the
development of diastolic, less often systolic, ventricular dysfunction. Most often,
these are progressive diseases that, in the absence of adequate therapy, have an
unfavorable prognosis. Clinical manifestations of infiltrative cardiac diseases are
variable, which often leads to diagnostic difficulties and errors. In most cases,
specific laboratory and morphological tests are required to confirm or clarify the
diagnosis. Early diagnosis is critical to initiating therapy and improving patient
prognosis. This article provides characteristic signs and symptoms, the so-called
"red flags”, making it possible to suspect infiltrative cardiomyopathies, diagnose
them at an early stage and start life-saving therapy.
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MHEHWE MO NPOBJIEME

Wndunsrparusnele 3abonesanus cepama (M3C) mpen-
CTaBJISIIOT COOOI TPYIIILy 3a00JIeBaHUIA, XapaKTePU3YIOLLY-
10CsI OTJIOKEHMEM aHOMAJIbHBIX BEIIECTB B TKAHM CEpALIa,
BBI3BIBAIOIINX AUACTOIMUYCCKYIO, peXe — CHCTOJMYIC-
CKYI0, TUCHYHKIMIO Xelryaouka(oB). PU3NMOIOrnyecKue
n Mopdonorndeckue xapakrepuctuku M3C Bapnabenb-
HBI, YTO JOBOJIbHO YaCTO IPUBOIUT K IUATHOCTUYECKUM
U JIeueOHbIM OIIMOKaM.

Llenbio HacTosiiero 0630pa sIBJISIETCS aHAIU3 COBPE-
MCHHBIX MCCICHOBAHWMA, KacarOIINXCS KIMHUYECKOTO
teueHust U3C, BrigBiieHne xapakTepHbIX 11 M3C cuM-
IITOMOB U IIPU3HAKOB JIsI CBOEBPEMEHHOM JUArHOCTUKM
3a00J1eBaHUS — UX "KpacHBIX ¢dJraroB” M "KJToueil mma-
THOCTUKH'.

Martepuan n metogbl

MBI IPOBENN CUCTEMATUIECKIIA ITONCK B 6a3¢ MTaHHBIX
PubMed no cnenyrommm KitoueBuIM ciioBaM: "infiltrative
heart diseases", "infiltrative cardiomyopathies”, "red flags",
"keys for diagnosis", "amyloidosis", "sarcoidosis", "hemo-
chromatosis”, "Fabry disease”, "mucopolysaccharidosis”,
"Danon’s disease", "Pompe’s disease", "oxalosis" 1 B 6a3e
naHHbIX e LIBRARY.RU 1o coOTBETCTBEHHBIM PYyCCKUM
KJIIOUEBBIM clioBaM 3a riepuon ¢ 1 saBapst 2012r o 1 uto-
Hs 2022r. ITo pe3ynbratam ITorcKa ObUIO IPOaHATU3UPO-
BaHO 242 WCTOYHMKA JIMTEPATYPhl: COIJIACUTEIBHBIC TO-
KYMEHTBI, METaaHaJINU3bl, 0030pHI JIUTEPATyPhI, CTATHH,
KIMHUYIECKUE CITyJau.

B 0030pe 1o gaHHOIi TIpo0OJieMe mpeacTaBjieHa UH-
dopmanus o omnpenenennn, Kiaccudukanum M3C, nx
KJIMHUYECKUX TIPOSIBICHUSIX, METOAAX TUATrHOCTHKH,
"KJIIoyax OTUArHOCTUKU' M aJITOpUTME OOCIIeTOBAHUS.

Knaccudukanus

Tepmua M3C mosgBuicsd B CBSI3WM C COBPEMEHHBI-
MU TIPEACTABICHUSIMHU 00 3THOJOTUH, MMaTO(hU3MOIO-
TUW TAACTOJINYECKON MMCGHYHKIINU U PECTPUKTUBHOM
kapauomuonatun (KMII) — pasputuu ¢pudbposa mian
MHOWIBTPAIIUY MUOKapaa OIpeaeIcHHBIMHU BelllecTBa-
MU WM KJICTOUYHBIMH 3JeMeHTamu. B 1997t Kushwaha
SS, et al. mpemToXMIN KIacCU(PUKAIINIO PeCTPUKTUBHOMN
KMII, rome U3C (madpwmrsrparuBHags KMIT) Bkiogaior
5 HO30JIOTUI: aMMJIOUI03, capKouao3, 6ose3Hb loie,
o0one3nb ['ypnepa, sxkupoByio nHpuiasrpauuoo [1]. B mo-
cinenctsun Moucees B. C., Braunwald E, Sewald JB,
Madan N npeanojoXujin HEKOTOpbie ONpeaeaeHus:
W pacIIMpIUIM TlepedeHb 3aboieBaHuii B rpynme MU3C
[2-5] (Taba. 1). B Hacrosmee Bpems K M3C otHOCAT
aMUJIOMO03 CepAla, CapKOUIO3 Cepala, reMoOXpoMaros,
6one3up ®adbpu (bP), ANCA-accounmpoBaHHBIC Ba-
CKYNMHTHI, 60yIe3Hb [laHoHa, atakcuio Ppunpeitxa, My-
KOTIOJIMCAaXapyuI03bl, OKCAJIO3 Cepia 1 Ip.

3a mocemHne OeCATUICTUAS OBIIO TIPEIIOXKEeHO He-
CKOJIBKO TIepecMoTpoB ompeneieHnit MU3C, HO enuHOM
KIaccupUKaIny 10 CUX Mop He cymiecTByeT. Crucrema
knaccudukanun MOGE(S), onyonukoBanHas B 2013T,
oTpaxaromiass “HGopMaiuio o MophohyHKIIMOHATBHBIX

Ta6nuua 1

Pa3sHble knaccugpukaumum U3C

3aboneBaHus, OTHECEHHbIe K rpynne N3C

fogn,

ABTOPbI

Xviposas MHGUILTPaLmS

MeTtacTtatuyeckoe

nopaxeHue

PapnaumoHHoe
nopaxeHue

OHAoOMMOKapananbHble
60ne3Hun, pafmalyoHHoe
nopaxeHue

ANCA-
aCCOLWMNPOBaHHbIN
BaCKynuT

Artakcuna Opuapeiixa

Oxkcanoas cepaua

BonesHn HakonneHns
rKOreHa

Mykononucaxapuaos

BonesHsb lNowe

BonesHb ®abpu

lemoxpomaTo3s

Capkounzo3s

Amunonnos

+ (60ne3Hb
l'ypnepa)

1997

Kushwala SS, et al. [1]

dn

2011

Mowcees B. C. [5]

2001

Braunwald E, et al. [4]
Sewald JB, et al. [2]

+ (rpaHynemartos

BereHepa)

+

+ (6onesHb
[HaHoHa)

+

2010

Eis

+ (rpaHynemaros

Berenepa)

+

+ (6one3Hb
[JaHoHa)

+

2020

Madan N, et al. [3]

Cokpauwenue: N3C — nuounstpaTmeHble 3abonesaHuns cepaua.
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HpO)IOJ'DKI/ITC.TII)HOCTI) AKN3HU

BeccumnromHo

BboKrBaeMocCTh

BUOMAPKEP

DxoKT,
Cuunrurpadpus

MPT

Puc. 1. CtaaupoBaHvie nopaxeHus cepaua y 6onbHbix ¢ U3C.

XpoHuueckasi ycTajocTh
CHuxeHue pusndeckoit
AKTMBHOCTHU

Oppllka,
OTEKH, APUTMUN

Cranus
MaHudecTaluun

T NT-proBNP, BNP,

T Tpononuna

XCH, anomMaanu
JIBHXKEHHUST CTEHOK

CTpyKTypHbIE H3MEHEeHUsI
(nceBaoruneprpodus MHOKapaA,
YTOIleHNe CTBOPOK KJIanaHa,
KJIanaHble MOPOKH, Jp.),
(yHKuMOHAIbHBIE aHOMATMH
(mmacromyeckas MucyHKIus,
00CTpyKIMS 1 Jp.)

JlokanbHblii pruodpo3
M BOCTIAJIEHHE

Cokpauenusi: MPT — MarHnTHo-pe3oHaHTHas Tomorpadusi, XCH — xpoHuyeckas cepaeyHas HeflocTaTo4HoCTb, OxoKIm — axokapavorpadus, BNP — Mo3rosoii HaTpuii-
ypeTuyeckuii nentui, NT-proBNP — N-KOHUEBOI npeaLecTBeHHUK MO3roBOr0 HaTPUIAypeT1Yeckoro nentmuaa.

0COOCHHOCTSIX, TMTOPaXXEHHBIX OpraHax W TKaHSX, TeHe-
TUYECKHUX MYTallUsIX, TPUOOPETEHHBIX MPUYWHAX BIOX-
HoBWJIA Hac Ha unero kinaccupukaumu M3C, Kotopas
ObLTa Ha3BaHA IO MEPBBIM OyKBaM IMMapaMeTpoB, JiexkKa-
mux B ocHoBe kiaccupupoBanun, MORAL-STAGE.
(Tabm. 2).

B xauectBe GoJsiee TPOCTOrO MHCTPYMEHTA IJIST pe-
aJIbHOU KJIIMHUYECKOUW MPAKTUKW MOXHO TPEIJIOKUTH
cuctemy cragupoBanus M3C u3 3 cranuii (puc. 1):

1 cramus — cragust THPUIBTPAIUK, HAYMHACTCS Ha-
KOTUIEHNE MHOPOMHBIX BEIIECTB B CEPIIIEC, MOXET OBITh
BBISIBJICHO MUKpOCKOTIMYeCKU. [lallieHThl B OCHOBHOM
OECCUMIITOMHBI, CTaHIapTHAas KIWHWYECKas W BU3ya-
JIU3UPYIONIAsT OlIEHKA HE BBISBISIET MATOJIOTHI0. MoOXeT
OTMEUaThCs TIOBBIIIEHUE CTIeIU(PUIECKIX OMOMapKEPOB.

2 cTamusi — CTamusl CTPYKTYPHBIX U (hyHKIIMOHAIb-
HBIX U3MEHEHUN cepiiia. BeIABISIOTCS U3MEHEeHUs TIpU
axokapauorpaduu (OxoKI'), MarHuTHO-pe30HAHCHO
tomorpacduu (MPT), DPD-cuunturpaduu. Kpome To-

ro, UH(PUIBTPATUBHBINA MPOIIECC MOXET OBITh KOCBEH-
HO BBISIBJICH TIO MATOJIOTUYECKU TTOBBIIIEHHOMY YPOB-
HIO BBICOKOYYBCTBUTENbHOTO TpornoHuHa T (BY-THT).
Knuauvyecku 3T0 MOXET MPOSIBISATHCST HEOOBSICHUMOM
XPOHUYECKOU yCTAIOCThIO, CHIDKEHEM (DU3NIeCKOM aK-
TuBHOCTU. CUMIITOMOB U TIPU3HAKOB XPOHUYECKOI cep-
neaHoit HemocTarouHocT (XCH), Kak mmpaBwiio, eIe Her.

3 cranus — XCH. Xapaxrepusyercsi BeIpaXeHHBIMU
CTPYKTYPHBIMU U3MEHEHUSIMU, B T.4. GUOPO30M OT JIO-
kanbpHOTO 10 nuddysHoro. [pu OxoKI Gonee Bhipaxke-
HBI CTPYKTYpHbBIE U (DYHKIIMOHAIBHBIE aHOMAJIUU CePJi-
na. IMosbimarorcs ypoBHM BU-THT, N-KOHLIEBOTrO mpen-
IIECTBEHHNKA MO3TOBOTO HATPUIypETUIECKOTO TIETITHUAA
(NT-proBNP), Mo3roBoro HaTpuitypeTU4ecKOro memnTh-
na. KimmHuyecku BBISIBIISTIOTCS OZIBITITKA, OTEKH, CIa00CTh,
YTOMJISIEMOCTD, HApyIIEHUsI pUTMa U TPOBOAMMOCTH.

IMonumanme v BbIsIBNICHUE 3 CTaaUIA TTIOPAXKEHUST CePI-
ma y manueHToB ¢ M3 C BaxkHO wis gedeHus, 3(PHeKTrB-
HOCTh KOTOPOTO CBsI3aHAa CO CTaaMell Hayaja Teparui.




MHEHWE MO NPOBJIEME

0603HaueHne

M (Morpho-functional
phenotype)

O (Organ/system
invovement)

R (RIsk of cardiac
death)

A (Age of onset,
time on treatment)

L (localization
of pathological process)

S (Stage)

T (Treatment)

A (Type of arrhthmias,
conduction
disturbance

G (Genetic)

E (Etiology)

Tabnuua 2

Knaccudukauma MORAL-STAGE

XapakTepucTuku

Mop®dodyHKLMOHANBHBIE NPU3HAKN UK
BHELLHVE KIIMHWUYECKME NPOSIBNEHMS

Kakne opraHbl/CMCTEMbI MOPAXEHbI

CepLeyHo-CoCyanCThbI pUCK

BoapacT aebtoTa 1 Bpems Ha
naToreHeTM4eCcKon Tepanum

Jlokanusaums naTonorn4eckoro npouecca BHe
NN BHYTPU KNETKU

Cragus U3C n cTagus cepaeyHoit
He0CTaTOYHOCTU B COYETAHUN

¢ dyHKUMOHanbHbIM knaccom no NYHA
JleverHve

ApUTMUW, HapyLUEHE NPOBOANMOCTY

Tun HacnepoBaHws

Stuonorus

ByKBEHHBbIN Ko,

D — aunartaumoHHas kapauomuonatus, H — runeprpoduyeckas kapamoMmonaTums,

R — pecTtpukTuBHas kapanomuonatusi, E — paHHss ctagus 6e3 sBHoro peHoTuna,

E(D) — paHHss gnarHocTtika AnnaTaumoHHon kapamommonatum, E(H) — paHHss
[MarHocTrka runeptpoduydeckoin kapanomuonatum, NS — Hecneumduyeckuii BapyaHT,

0 — 6e3 BoBneyeHns cepaua, NA — HeT faHHbIX.

H — cepaue (LV — neBbiii xenyaoyek, RV — npasblii xenynoyek, RLV — BoBneyeHve 060ux
Xenyno4koB), A — opraHbl ciyxa, C — koxa, E — rnasa, G — Xenyao4HO-KMLEYHbIA TPaKT,
K — noyku, Li — neyveHb, Lu — nerkvie, M — ckenetHble MbilwLpl, N — HepBHas cuctema,
S — ckenert, 0 — 6e3 nopaxeHns OPraHoB 1 CUCTEM.

SCD — 5-neTHuin puck BHe3anHow cepaeyHoi cmepTu no wkane HCM risk SCD (%),

HF — 3-netHuit puck cmeptHocTH anst XCH 6onbHbix no wkane MAGGIC (%).

2 uncpa: nepsblit — Bo3pacT AebtoTa 3a60neBaHms (1eT), BTOPOI — Bpemst

Ha NaToreHeTNYecKo Tepanuu (neT).

O — naTonornyeckuii NPoLLEcc BHe KNeToK, | — naTonoruyeckuii NpoLecc BHYTPU KNETOK,
Ol — naTonorMyeckmii NPOLLECC BHE Tak 1 BHYTPM KNETOK.

Cragua U3C (1-3).

Crapms cepaeuHoit HepgoctatouHocTy (1-111).

DyHkumoHanbHbI knace NYHA (I-1V).

0 — He nevuncs, S — cumnTomaTmyeckas Tepanus (nevyeHme XCH, aputmun),

P — natoreHetuyeckas Tepanms.

0 — Het apuTmum, Af — dubpunnaumns npeacepamii, VT — enyaoukosas Taxukapams,
AfHVT — dunbpunnaums npeacepamii n xenyaoyukosas Taxukapaus, VF — dubpunnaums
Xenyno4kos, AVRT — aTproBEHTPUKYNSPHas peumnpokHas Taxukapans, LBBB — 6nokana
NIeBOV HOXKM nyyka [nca.

AD — ayTOCOMHO-A0MUHAHTHOE, AR — ayTOCOMHO-peLieccnsHoe, XL — X-cuenneHHoe,

M — maTepuHcKon uHmumn, 0 — HeT AaHHbIX, S — cnopaanyeckoe, N — HeHacneaCTBEHHOe,
U — HensBecTHOe.

G — reHeTtnyeckas, A — amunonpos (AA — AA-ammunonzos, AL — AL-amunonnos),

S — capkonpo3, H — remoxpomaTtos, U — HensBecTHas 3TMOorus, HeHacneayembli
amunonzos, H-T — BTOpPWYHBIA reMoxpomaTos npu Tannacemmm, O — okcanos, W —

60one3Hb BunbcoHa-KoHoBanosa.

Coxpatenus: N3C — nHpunsTpaTBHEle 3a60nesanus cepaa, XCH — xpoHudeckas cepaeyHas HepocTaTouHocTs, NYHA — Hito-Mopkckas accouvaums cepaua.

Knunanyeckue npusHaku

M3C y monoasix moaeit (<30 yieT) B 3HAYUTEIbHOM
CTEIICHU OOYCIOBJICH TEHETHICCKUMM aHOMAIUSIMU,
a 'y MoXWIbIX (>65 j1eT) 6oJiee YaCThIMU IIPUYMHAMU Pa3-
putusg U3 C aBIsIIOTCS aMIIONIO3, TIeperpy3Ka Kele30M
u capkouno3s [2].

M3C B memom SIBISIOTCS YacThlO CUCTEMHOI MaTo-
JIoTuM, (PEHOTUITMYIECKAST SKCIIPECCHUST KOTOPHIX B IPY-
TUX OpraHaX OOBIYHO MPENIICCTBYET CEPACUYHBIM IIPO-
aBiIeHUSIM. Poib Kapamoirora 3akiriodaeTcs B ITOMCKE
TMopaXkeHWsI cepAlla y IMalMeHTa, Y KOTOPOTO YXe €CTh
IrarHo3. B psme ciaydyaeB mopaxeHHe cepaiia SIBISICTCS
XapaKTepHBIM TIpu3HaKoM (Tipu atakcum Ppeiigpeiixa,
TpaHcTupeTHHOBOM amuionnose (ATTR-amumonmose),
MYKOITOJICaXapuao3ax), P 3TOM BEPOSITHOCTH ITO-
CTAHOBKU TIPABWJIBHOTO JUATHO3a 3aBUCUT OT KBaTU (K-
Kalli¥ ¥ KJIMHUYECKOM HACTOPOKCHHOCTH KaparoJIora
B otHomeHnu U3C (puc. 2).

CuHIpoM 3aIsSICTHOTO KaHajla, 0COOCHHO JTBYCTOPOH-
HUIt, HAOMIOMaeTCs Y TIOJIOBUHBI TTAIIMEHTOB ¢ aMUJIONIO-
30M M YacCTO TPEAIISCTBYET KapauaIbHBIM ITPOSIBIICHISIM
Ha HECKOJIBKO JieT. OH U pa3phlB CYXOXWINS JIMHHOMN

TOJIOBKY JBYIJIABOI MBIIIIIEI TUIeYa, IIPUBOOSIINIL K T10-
seieHuro cumriiroma Iomas (Popeye sign) — BEITTYKIIOCTH
BBIIIIE JIOKTSI, C OMHOBPEMEHHOIT BOTHYTOCTBIO OKOJIO TIJIC-
Ya, TIPEACTABISIOT co00i "KpacHble (hjlarn” aMUIonmo3a
[6]. CuHapOM 3aIISICTHOrO KaHajla MOXKET BCTPeYaThCsl He
TOJIBKO TIPW aMIJIOMI03€, HO U TP MYKOIIOJIMCAXapUIO-
3ax. Takve TIpU3HAKN aMIJIOMI03a, a TAKKE MaKpOIJIOC-
CHS WIN TIEpUOPOUTAIIbHAS TTYPITypa, BHICOKOCTICII(DII-
HBI, HO TUIOXO YyBCTBUTEILHBI M HE JOJKHBI MCIIOIB30-
BaThCs I UCKITFOUCHMST 3a00J1eBaHms (puc. 3).

ImasHpIe TTOpakeHMsST HEPEIKO BCTPEUAIOTCS Y TTalu-
entoB ¢ U3C. INpu b® nabmomaoTcs MyToBUaTOE IT0-
MYTHEHHE POTOBMIIBI, IIOMYTHCHUE XpycTajanKa (KaTa-
pakTta Pabpu), MOBBIIICHHAS U3BUTOCTh COCYIOB KOHB-
IOHKTUBBI U cetdyaTku [7]. Takue mpusHaku OOBIYHO
HE YXYOIIAIOT 3peHUe, HO XOPOIIO KOPPEIUPYIOT C Ts-
JKeCThI0 3a00JieBaHus U TeHoTuroM [8]. B ommmunu ot
B® rra3zHble TTOpaXkeHMS MIPU MYKOIIOJIMCAaXapua03ax,
BKJTIOUYAs] PETUHAIBHYIO IIMTMEHTHYIO IeTeHepaInio, aH-
TUOCIIa3M PETHHAIBHBIX COCYIOB, IIOMYTHEHUE POTOBH-
IIBI, OTEK, aTPOMUIO 3pUTEITHHOTO HEpBa U TIIAYKOMY, MO-
TYT IIPUBECTU K 3HAUMTECIIFHOMY YXYAIICHUIO 3peHM [9].
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CuHapom
ro KaHajia

MOHOKJIOHAJIbHBII
KOMIIOHEHT (K, )\ emnu)

ChIBOPOTOYHBDII
TPAHCTHPETHH
Tlyso-Gb3 B miazme

ITomyTHEHHE Ilepynonnazmux
POTOBHIIBI, TNT-proBNP /BNP Tpancdeppun,
pacimmpeHue (heppurnn
COCY/IOB CETYATKH TOkcanarst
Anruzpo3/ B MO4e, IUIa3Me

IIporennypus 1 Tpononnn 1GAA
Kapbl TGlc4 B Moue

HeNnepeHoOCUMOCTh

ITeueHounnie

MapKepbl TeneTnueckue
CkejieTHbIe

aHOMAJ MK

MCCJIe0BAHNS
Tucronorns

KoneyHocTHo-
npeKapauaiHas
BOJIbTA2KHAS "
CHEXKHOI
JUCCONaANUA
Jlnacronmyeckas
auchyHKIusa
PecTpukTuBHDII THII
JUACTOJINYECKOH

auchyHKIMH

Boicokwmii

Hapymenus BoJbTaxK QRS
Bapuale/IbHOCTH, Cunnrurpadus

TypOY/IEHTHOCTD

CepaevyHoro purma

Puc. 2. "KpacHble dnaru” guardoctukm U3C.

MpumeyaHue: cepaeyHbie 1 CUCTEMHbIE KpacHble ¢narn ¢ BO3pacTaloLLeil BEPOSTHOCTLIO AnarHo3a 3C 0T BHYTPEHHUX (CepaeyHbIE CUMMTOMBI) A0 BHELUHUX KPYroB
(cneundunyHble CMMNTOMbI KOHKPETHO aTnonormm). Cumntoma lMonas (Popeye sign): BbINYKNOCTb BbILLE NOKTS, C OAHOBPEMEHHO BOrHYTOCTbIO OKOJIO Myieya npu pas-
PbIBE 4JIMHHO FONOBKY CYXOXMAWS ABYrNABOW MblLLLbl. CuMnToM cherry-on-top ("BMLLHS Ha BepLuMHE") unu apical sparing: coxpaHHble anukanbHble OTAENbI C BbICOKUMM
nokasarensimu aeopmaumi, PacronoXeHHbIE B LIEHTPaNbHOM YaCcTW 1 OKPaLLEHHbIE B KPACHBIV LIBET Ha (OHe H13Koro nokasarens aedopmaLyy cpeaHnx n 6asanbHbix
OTAENOB NpV amunonao3e cepaua Ha pa3BepHyTon avarpamMme 18 cerMeHTOB NeBOro xxenyaoyka. KOHeYHOCTHO-NpekapavanHas BoibTaxHas ANCCoLmaums: HecooT-
BETCTBME BOJbTAXa MEX/Y OTBEAEHUSMN OT KOHEYHOCTEN 1 NpekapavabHbIMU OTBEAEHUSIMUA, NPV 3TOM B OTBEAEHUSIX OT KOHEYHOCTEN HN3KNIA BOJIbTaX, B TO BPEMS Kak
BOJIbTAX B MPekapAvanbHbIX 0TBEAEHVSX HOPMabHbIV MU MHOMAA BbICOKUIA.

CokpaweHus: AB-6nokaga — aTpumoBeHTpukynsipHas 6nokana, BJIHMT — 6nokaga nesoi HOXKM nyyka Muca, BITHMAI — Gnokaga npasoi HOXKM nyyka Mmca, TKMM —
runepTpoduyeckas kapamomuonatusi, JDK — runeptpodus nesoro xenypouka, AKMIM — pgunataumorHas kapauomuonatusi, XT — XenynodykoBas Taxvkapaws,
MN3C — nHdpunbTpaTrBHBIE 3a6onesanns cepauad, MPT — MarHuTHO-pe3oHaHcHas Tomorpadus, HXT — Hapxenynoykosas Taxukapaus, CKP — ckopocTb kay60o4KoBOi
dunbTpaumm, TMA — TpaHauTopHas uwemMmnyeckas ataka, ®H — dusnyeckas Harpyaka, P — dpubpunnaums npeacepanii, XCH — xpoHuyeckas cepeyHas HelocTaTouy-
HocTb, OKI — anekTpokapavorpamma, IxoKIm — axokapanorpadus, BNP — Mo3rosoii HaTpuitypeTudeckuii nentug, GAA — kucnas anbda-rnokosunaasa, GAG — rnvko-
3aMuHramnkaH, Glc4 — Tetpacaxapug, rnioko3sbl, LGE — BbisiBNEHME y4acTKOB KOHTPACTMPOBAHKS MMOKapaa B OTCPOYeHHYto ¢asy, Lyso-Gb3 — rno6oTprao3annchuHroamy,
NT-proBNP — N-KOHLEBOV NpeLIecTBEHHK MO3rOBOro HaTPUIypeTMYeckoro nentuaa.

CaboCTh CKENMETHBIX MBIIII, CBUACTEIbCTBYIONIAS TUICHUS), OOBIYHO MPENIIeCTBYET MOPaXeHUIO Cepiia
0 TEPBUYHOM HEPBHO-MBIIIEYHOM PACCTPONCTBE (HA- W NOMUHUPYET B KIMHUYECKOUW KapTWHE, HO WHOTIA
npumMep, nipu atakcuu @Ppuppeiixa, 00Je3HU HAKO- CKEJIETHAS MUOMATHS HOCUT MaJO3aMETHBIN XapakTep,
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Hapymenne purma
1 IPOBOAUMOCTH

NnnonaTtmyeckas
runeprpodus JIZK

JKMII, PKMII
dbenoTnn

na 3C

ITono3penue

CucreMaTnyecKuii
CKPMHUHT
¢ hepMeHTATHBHBIM/
TeHEeTHYECKNM
AHAJIN30M Ha CYXHX

Hpezmonaraemaﬂ
MATHAX KPOBU

9THOJIOrusA

Tenernyeckas?

OKceTpakapauaibHbie
Kpachbie ¢uarn U3C

KapauanabHbie
KpacHble ¢aru U3C

TI'eneTHyeckmii
aHaIu3

JInarHo3
MOATBEPKEH

Puc. 3. Mpeanaraemas cxema-anroputma auarHoctvku U3C.

JInarso3 uckJoveH

MPT ce a
Cnemudnyeckne > P
HCCIIEI0BARMS > Cunnrurpadus
» bBuorncus -

Coxkpauwenus: JKMIM — gunataumoHHas kapanomvonatvs, U3C — nHdunbtpatmeHele 3abonesaHus cepaua, JIK — nesbiit xenynodek, MPT — MarHUTHO-pe3oHaHCHas

Tomorpadus, PKMIM — pecTpukT1BHasa kapavomuonatus.

¥ TIepBbIe CUMIITOMBI WJIM TIPU3HAKU 3200J€BaHUS MO-
ryT O6bITh BbI3BaHbl KMII (Hanmpumep, npu 6ose3HuU
Hanona) [10, 11].

[Mpu HaMMUMM y MAlIMEHTOB TaKNUX CUMIITOMOB, KaK
YTOMJISIEMOCTh, OOJIb B TIPABOM TOIpedepbe, apTparus,
XOH/IPOKAIBIIMHO3, MMUTMEHTAIMU KOXW, YBEIUUYCHUE
medyeHu, ocoOeHHO Hanuuue nupposa, ssiaeHuit XCH
WJIA CaXapHOTO MuabeTa ClemyeT 3armofo3pUTh TeMOXPO-
maros [12].

DJIeKTpOKapanorpaMma

Ha snexrpoxapnuorpamme (DKI') mpu M3C moxeT BbI-
SIBJISITBCST HU3KUI BOJIBTaxX KoMIUIekcoB QRS uto cBsiza-
HO C HaKOTUIEHNEM B MUOKApJie HeTIPOBOISIIINX BEIIIECTB
(TITI0KO3aMUHOTIIMKAHBI, aMUJIOUT, KeJIe30) U, BO3MOXK-
HO, TaKXe ¢ oTekoM Muokapna [9, 13]. CHukeHue BoJibTa-
ka QRS sBisieTcss TpEBOXHBIM CUTHAIOM 3200JIeBaHUS,
YacTO TIPEAIIECTBYIONINM 3HAYUTEIBHON TUTIEpTPOhU-
eit neBoro xenymouka (JIK); HO mpu remoxpomaTtose
W aMUJIOUI03€ OHO TIPOSIBIISIETCSI B MO3MHUX CTAIUSIX
[14, 15]. OGbraHO HAOMIOMAETCS XapaKTEePHOE HECOOTBET-
CTBUE MEXIY OTBEACHUSIMU OT KOHEYHOCTEH M mpeKap-
MUATBHBIMU OTBENEHUSIMU, TIPU 3TOM B OTBENEHUSX OT
KOHEYHOCTEW OTMeYaeTCsl HU3KUI BOJIBTAX, a BOJTBTAX
B TIpeKapAuaIbHBIX OTBEACHUSIX HOPMATbHBIN WA BBI-
COKMIT. DTO HECOOTBETCTBME HE HAOIIOMAETCS TIPU TaKUX
COCTOSIHUSIX C HU3KUM BOJIBTaXoM KomruiekcoB QRS
KakK Tpu NepuKapanaJTbHOM WU TUIEBPAJIBHOM BBITIOTE,
OXUpEeHUU, dMduU3eMe, MTHEBMOTOPAKCE WU MUKCE/E-

Me. PacipocTpaHeHHOCTh HU3KOTO BOJIbTaXa KOMIUICK-
coB QRS npu AL-amumnonnose konebanack ot 27% no
84% B 3aBUCUMOCTH OT ero Kputepusi. [IpruMevaresbHo,
OTCYTCTBUE HU3KOBOJIbTaxkHOTO TatTepHa DKI He uc-
xmouaeT M3C. HecooTBETCTBUE MEXKITYy BOTBTAXKEM KOM-
wrekcoB QRS u Maccoit JIK, mamepennoit mpu DxoKT,
MOXET UMETh Jaxe OoJibllice 3HAUYEHUE, YEM BOJIBTAXK
QRS uzonuposanHo [16].

IMpu U3C, kxpome miceBmorutnieprpodun Muokapma,
BCTpedaetcss U uctuHHas runeprpocdust (b, 6one3nn
Hanona, yactuyHo ATTR-amtonnos). Bo BTopoii rpyr-
e oTMevaeTcs pe3koe yBenumueHue amrummtyasl QRS Ha
OKIT ¢ HapymeHunem pernossipusaiuu (0OBIYHO B MOJIO-
JIOM, JaXe B IETCKOM Bo3pacte) [17].

Hna B® ykopouenue mHTepBaioB PR na OKI ua-
CTO SIBJITIOTCS TIEPBBIMU (2 WHOTIA W IUHCTBEHHBIMM)
MpU3HAKaMU TIOpaxkeHUsl Cepalla M3-3a yMEHbBIIECHUS
nponokuteasHoctu 3youa P [18]. Cunapom Bonbda-
IMapkuncona-Yaitta npu Hanmuuuu rurneprpodun JIZK
SIBJISIETCSI CKPUHUHT-KPUTEPUEM JUATHOCTUKU OOJIE3HU
Hanona [10] u 6ome3nu [Momrre [19], Torna kak npu ru-
neptpodmaeckoit KMIT ('KMII) oH BeTpedaeTcst penko.

Hapymienuss mpoBOAMMOCTH 9acTO BCTPEUYAIOTCS
y nanmeHToB ¢ M3C [16]. Y maumeHTOB ¢ TUIiepTpodu-
et JIK ymymmnenne nnrepsana QTc >440 mc ¢ omHOBpe-
MeHHBIM MHAekcoMm Coxonosa-Jlaitona<1,5 MB nmeer
YYBCTBUTEIbHOCTh 85% u crietmpuunocts 100% mist
BBISIBIICHUST aMmionmo3a cepaia, a QTc <440 mc B co-
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Tabnuua 3

CrapupoBaHue AL-amunougosa no Mayo 2012 ¢ mogudpukaumei

MoporoBsble 3HayeHns GakTopoB pucka Crapus
TPONOHWH:

CeppaeyHblid TponoHuH T 20,025 mkr/n

wm

BbICOKOYYBCTBUTENBHBINA CEPAEYHbIA TPOMOHUH T 240 Hr/n
BNP:

NT-proBNP >1800 Hr/n

wm

BNP >400 Hr/n

dFLC 218 mr/aon

| cTagns

Il ctagua

Il ctapms

IV ctagusa

KoadpduumeHT prcka ans cmeptv (95% ON)*

Het dakTopoB pucka PedepeHc
1 pakTopa pucka 1,7 (1,2-2,3)
2 takTopa pucka 41(31-5,5)
3 cakTopa pucka 6,3 (4,8-8,3)

MpumeuaHue: * — nNpefCcTaBNEHHbIE COOTHOLLEHWS PUCKOB OTPaXatoT UCMOMb30BaHWE CEPAEYHOro TPoMnoHuHa T u NT-proBNP.

Cokpauwenus: BNP — mosrosoit HatpuitypeTtudeckuii nentug, NT-proBNP — NT-proBNP — N-KoHLEBO NpeawecTBeHHMK MO3roBOro HaTpUlypeTuyeckoro nentuaa,
dFLC — pasHuua Mexay BOBIEYEHHLIMW 1 HEBOBNEYEHHBLIMU IETKUMI LIENsIMU B CbIBOPOTKE.

YyeTaHUMW ¢ WHTepBajoM PQ 3a BHIYCTOM IIPOTOJIKM-
teapHOoCcTH 3youa P B orBenenum 11 <40 mc nmena 100%
YYBCTBUTEIBHOCTb M 99% crieltu(UIHOCTD JJIST TUArHO-
ctuk bO [17]. ¥V GONbHBIX C OKCAJIO30M Cepama oObId-
HO TIOSIBJIICTCS TTOJTHAsI aTpMOBEHTPUKY/IApHAs 0JI0Kama
1 KeJTyIOUYKOBBIE HapymeHus npoBogumoctu [20]. Tpu
CapKOMI03€ CepAlla BBISIBIISUINCH HAPYIICHUS TIPOBOIM-
Moctu y 75% mnauueHTos [21].

Jpyrne ocobenHocty DKI, omcaHHble y MallMEHTOB
¢ N3C, BkiouaioT aHOMaJIbHYIO Mopdoioruio 3yoma P
M €ro MPOIOKUTEIBHOCTD, TICeBOIOMHMAPKTHRINA ITaT-
TEepH ¢ KoMIutekcamMu QS B mepemHUX OTBEICHUSAX, HEO-
ObIYHYIO OCch KoMIutekca QRS [6]. PubOpuisamus mnpemi-
cepnuii TakKe BCTpEYaeTCsS HJOBOJIBHO 9acTO Y OOJBHBIX
¢ M3C: B HaeM peTpocrieKTuBHOM ucciaenoBanuu 44%
MMAIIMCHTOB C aMUJIOMI030M MMENN KaKylo-Inoo Gopmy
dubpuIAIUN pencepauii [14].

Xonmepoeckoe monumopuposanue IKI'

VY manmenToB ¢ M3C gacTo MpUCYTCTBYIOT TaKWE
CHMIITOMBI, KaK TOJIOBOKPYKEeHIE, OOMOPOKHU M CepIIe-
OMeHMe, IMPU KOTOPHIX IMOKAa3aHO XOJITEPOBCKOE MOHM-
topupoBanne DKI (XMOBKI'). Kpome sTtoro, XMOKI
MOXET OBITh MOJIE3HBIM MHCTPYMEHTOM ISt nudde-
pEeHIIMAIBHON OTUAaTHOCTUKU 3THOJIOTUM TUIEPTPOhUU
JIK. B uccnenoBanuu Yamada S, et al. ObIITM MOKa3aHBI
TSDKEJIbIe HapyIIeHWST BapuaOelIbHOCTH U TYypOYJIeHT-
HOCTHU CcepIeyHOro putMa Ipu AL-amuiaonmose cepiaia.
CraHgapTHOE OTKJIIOHEHHE Bcex MHTepBaioB R-R, cTaH-
IapTHOE OTKJIOHEHME 5-MUHYTHBIX CPEOHUX WHTEpBa-
0B R-R 1 Hak/I0H TypOyJIeHTHOCTU ObUIA 3HAYUTEILHO
HIKE MTPY aMUJIona03e cepaua no cpasHenuio ¢ F'KMIT
(P<0,001, cootBeTcTBeHHO) [22].

CornacHo Azevedo O, et al., runeptpodust MUOKap-
Jla ¢ HaauureM oudacuKysipHoi 6jiokagsl Ha XMOKT
¥ yJ9acTKaMM KOHTPACTUPOBAHUS B OTCPOUYCHHYIO (hasy
Ha MPT B 6a3ajibHOM cerMeHTe HMXXHEOOKOBOI CTEHKU
JIK aBngioTcd XxapakTepHbIMU Tpu3HakamMu bd, a ux
OTCYTCTBHE TO3BOJISICT MCKITIOYUTD Y TTallMeHTa JaHHBIN
IMAarHO3 ¢ TOYHOCTBIO 95,8% [23].

[Mpy HATMYIUN KEITyTOYKOBBIX SKTOITMYCCKIX COKpPa-
menuit 100 u 6osee B XMBOKI ¢ 4yBCTBUTENHBHOCTHIO
67% w cnettnduaHOCThIO 80% TTO3BOJISUIO UIEHTUDUIIN-
pOBaTh BOBJICUCHHE CEPAlla Y MALIMEHTOB C CUCTCMHBIM
capkoumo3oM [24].

JIabopaTopHble TaHHBIE

Cepdeunvie Guomapkepot

Tpononun T 1 NT-proBNP oTHeceHbl B [uarHocTu-
YecKHe KpuTepun ropaxkeHus cepama mpu M3C [2, 25].
HopMmanpHbIil mrana3oH MX 3HaYeHUN TTPAKTUICCKU UC-
KJTI0YaeT TopaXkeH!e Cepara, B TO BpeMsI KaK ITOBBIIICH-
HBIIT ypOBEHh MOXET YKa3bIBaTh Ha BOBJICUCHUE CEplia,
HO He aBisiercs crienudnaabM it M3C, momkeH MH-
TepIPETUPOBATHCS B COOTBETCTBUU C JaHHBIMU BU3ya-
nu3auuu cepaua [25].

NT-proBNP u TporoHUHBI TTOBBIIIAIOTCS Y TTALIMEeH-
T0B ¢ MU3C BenencTBue MHOGUIBTPATUBHOTO TIpollecca
B MHOKapIe WX IPSIMOT0 TOKCHUYECKOTO BO3ICUCTBHUS
AHOMAaJIbHBIX BEIIESCTB Ha KapIMOMUONIUTHL. B omHOM
WCCIeNOBAHUN CpPEON IMAllMeHTOB ¢ AL-aMMiIonmo3oM
cepaua yposeHb NT-proBNP Hukorma He ObLT HUXe
97,5 TIpOUEHTHIIS IJIT HOPMAJIbHBIX JIIOACH, UTO YKa3bI-
BaeT Ha 100% 4yBCTBUTEIBLHOCTD; 60Jiee TOIO IIOPOTOBOE
s3HayeHre NT-proBNP 1285 ur/n umeno TouHocth 92%
JUISL BbISIBJIeHUsT TopaxeHus cepaua [26]. NT-proBNP
MOKET CITY>KUTh PAHHUM WHIUKATOPOM IHACTOIMYCCKOM
nucynkuuu JIZK y maiimeHToB ¢ Teperpy3Koi XKene30M,
B®d [15, 23]. ITockoabky yBeamuenue NT-proBNP mpen-
ckaspiBaeT paszsurue XCH mpm ammionmose, TeMoxpo-
mato3e, B® u npyrnx U3C, pekomeHayeTcs pyTUHHOE
onpeaeneHre NT-proBNP Bo BpeMst HaOIoneHUS alm-
€HTOB ¢ BbICOKMM puckom M3C [15].

INoBbimenue yposHst Bu-THT B mjia3Me KpoBU Ha-
omomaetcs y 0onpimmHeTBa naueHToB ¢ M3C [27], B T.U.
y ITaIIMeHTOB 0e3 SIBHOTO MOPaKeHUSI CepIia, 1 IPeICTaB-
JIgeT coboii "KpacHbIit (ar” 3aboneBanus. bonee Toro,
Bu-THT CBsI3aH ¢ KIIMHNIECKUMU TTOKA3ATEIISIMA TSDKECTH
XCH, cucronmmueckoii nuchyukuneii JIK n TommmHoi
crenku y mmanueHToB ¢ U3C [27]. Bu-THT gBisgercs mo-
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JIE3HBIM MapKepOM IUTS OLICHKN aKTWBHOCTU CapKOMI0O3a
CepIla: IYyBCTBUTEIBHOCTh M CHEIIU(UIHOCTD COCTABIISI-
1 87,5% u 75,0%, coorBeTcTBeHHO [28]. MHTEepecHO, 4TO
TpOINOHUH noBbIeH Yy nauueHToB ¢ ATTR-KMIT o6b1u-
HO B MeHbllel creneHu, 4yeM npu AL-KMII, necmotpst
Ha 0OoJjiee BBIpaXXeHHOE YBEJIMYCHME TOJIIMHBI CTCHKU
1 yXyaireHue cucroamdeckoi dpyakimn JIK [29].

Kpome NT-proBNP u TpornoHuHa, HEKOTOpbIE MO-
Ka3zaTesv MopaxeHuss MUokapaa U (pyHKImu cepaua Obl-
JIN TIPEIJIOKEHBI B Ka4eCTBe OMOMAapKEepOB, OMHAKO UM
HE XBaTaeT YYBCTBUTEIBHOCTH U CIICIM(PUIHOCTH IS
obonapyxenus M3C, uan HegocTaTOUHO JAHHBIX 00 MX
IUATHOCTUICCKOM 3HAYCHUM.

Jlns oleHKM CTeleHu IopaxeHust cepaua mpu AL-
aMIWIONIO3€ B MEPBYIO OUepenb BaXKHA YXKe YITOMSIHYyTasI
knaccupukauusg Meiio, ocHoBaHHas Ha TpornoHuHe T,
NT-proBNP u paszHuiie Mexay cBOOOAHBIMU JIETKUMU
LensaMu Kamma u jgam6aa (tadma. 3) [6]. Camas mocien-
HSIS TIpeIJIOKEeHHAsT CUCTeMa TSI OTIPeeICHUST CTaIun
ATTR-amunongosa cepaua ucnoiab3dyer NT-proBNP
(>3000 mTr/MIT) 1 CKOPOCTHh KIIYyOOUKOBOI (DMIIBTpAIIM
(<45 mun/mun) [30]. CranupoBaHne B 00eUX CHCTEMax
OIIpenesIsIeTCsT TaKUM 00pa3oM, UTO MpU cTamuu 1 Her
HU OIHOTO M3 KPUTCPUEB, IPU CTaguM 2 mMmeeTcs 1 m3
2 KpUTEpHUEB, TIPU CTaINM 3 — UMEIOTCS 00a KPUTEPHSI.

Amusionno3

CyiecTByeT 36 TUIIOB aMUIOUI03a, U3 KOTOPBIX 0CO-
0oe BHMMaHMe OyAeT yneaeHo TeM, pU KOTOPBIX 4acTo
HaOJIomacTCs opaXkeHe Cepalia.

B ominune or AL-amunongo3a, B HacTosIIIee BpeMs
OroMapKephI TIa3MbI WUIM MOYM HE HOCTYITHBI IUTS ITHa-
rHoctuk ATTR-amunonno3sa. CyuiecTByloT 6ojiee HO-
BBIC CEPOJIOTUYCCKHE TECTHI IJISI SHAOTC€HHOTO JIMTaHIa
TPaHCTUPETUH-PETUHOJI-CBSI3BIBAIONICTO OeIKa, KOTO-
PBIii B OYAyIIEM MOKET CIIYXXUTh TECTUPYEMBIM OMOMap-
kepoMm [31]. OTnenbHBIE UCCIIETOBAHUS TTOKAa3aau MPO-
THOCTHYECKYIO IIEHHOCTh TPAHCTHPETHHA B Ka4eCTBE
ceiBopoTouHoro mapkepa ATTR-amunounmo3a nmukoro
tira. Huskuit ypoBeHb TpaHCTHUPETUHA B CHIBOPOTKE
KPOBHM Ha MOMEHT YCTAaHOBJICHUS TMArHO3a ITPOTHOCTH-
yecKn HebmarornpusaTeH [6].

Ilpu momo3peHun Ha AL-amMuiaonmo3 HeoOXOmu-
MBI TOTIOJTHUTEIbHBIC JIaOOpaTOPHBIC MCCICIOBAHUS.
CHavayla poBOIST 3JIeKTpodope3 ¢ ompeneaeHueM
M-rpagveHTa ¥ UMMYHO(UKCALIMOHHBIN 3JIeKTpodo-
pe3 CBIBOPOTKM KPOBW M MOYHU C TOCCIYIOIINM KOJIH-
YeCTBEHHBIM OIIpEIeSICHIEM CBOOOTHBIX JIETKUX IICTICHA
KaIlma 1 JITMOIa B CBIBOPOTKE KPOBH, a TAKXKE pacueTOM
HX OTHOIICHUS 1 pa3HOCTH. OTHOICHNE Kallha-IaMoIa
<0,26 yka3pIBaeT Ha MOHOKJIOHAJIbHYIO JIIMOA-raMMo-
[aTUIO0, a COOTHOLIEHME Karma-jsaMobma >1,65 yka3sbl-
BaeT Ha MOHOKJIOHAJBHYIO Kallma-ramMMmomnarumo [32].
Kpome Toro, B CyTOUHO# MoUe CiemyeT IMPOBECTU KO-
JIMYECTBCHHYIO OIICHKY 9KCKpEINN aTbOyMnHa 1 OejIKa.
[Mporennypust >500 MT B IeHb CBUACTEIBCTBYET O TSKe-
JIOM TIOpaXkeHUM TTOYEK.

Boae3nr Padpu

BrIsiBIcHME HEMOCTAaTOYHONM aKTUBHOCTH O-TajlakK-
TO3WAA3HI B IJIa3Me KPOBH YUIH JIECUKOILIMTaX — 3TO METOI
BbIOOpa JabopaTtopHoit nuarHoctTuku b® y myxunH [8].
Harmportus, y meBoYeK W B3POCIIBIX XKESHIITNH aKTUBHOCTD
¢depMEHTOB MOXET OBITh B IIpeaeaaX HOPMBI, ITO3TOMY
Yy HAX HEOOXOOIWMO TeHOTUIIMPOBAaHUE (BBISIBICHUE MY-
tarmun B TeHe GLA) [8]. ComracHo HemaBHUM pe3yIbra-
TaM, TTa3MEHHBIN ITOOOTPpHAO3MIC(UHTO3UH C TTOPOTO-
BBIM 3HaueHHUEM 2,7 HT/MJI MOXET CIYXKUTh MOJIC3HBIM
¥ HaJIeKHBIM OMOMapKepOM UIS YIIyUIIeHUS TUaTHOCTH -
ku B® y reTepo3UroTHBIX KEHIIWH, a TaKXe JJIsI Tepa-
TIEeBTUYCCKON OLIEHKN M MOHUTOpPHWHTA |[§].

T'emoxpomaro3

Ecim xoa(duimeHT HachIeHUs TpaHcheppuHa Ke-
ne3oM >45% u/unu ypoBeHb (peppUTHUHA B CHIBOPOTKE
kpoBu >200 MKr/n y keHIUH win 300 MKT/IT y MyX-
YWH, TO HEOOXOOMMO TeHETHMYCCKOE MCCIeHOBaHNE —
omnpeneneane HFE-rerotuma [2]. ¥ romosuror (C288Y/
C288Y) mrarHo3 HaCJIeACTBEHHOIO TeMOXPOMATO3a IO~
tBepxaeH. Y rerepo3uror C288Y/H63D, apyrux C288Y
retepo3uroT mwin He C288Y HeoOXOOMMO THIATEIHLHOE
WCKIIOUCHUE OPYTUX 3a00JIeBaHWIT TICUCHU YUIM KPOBU
[2]. CeiBOpOTOUHBIH (peppUTUH U KOIPHULIMEHT €TO Ha-
CBHIIICHUS XEeJIE30M TaKKe SIBISICTCS IIPOCTHIM CIIOCOOOM
MOHUTOPHWHTA TepPaIInH.

Boae3ns /lanona

JlabopaTopHbIe OTMAaTHOCTUYCCKHE WHCTPYMEHTHI
BKJIIOYAIOT OOHapyKeHHEe HOPMaJIbHONl aKTHMBHOCTU
KICJION MaJibTa3bl, BaKYOJSIPHBIX IIPU3HAKOB B CKEJICT-
HO# 1/WN SHIOMUOKAPINAIBHON OUOIICHHA, IehHUIInTa
o6enka LAMP-2 B pa3nuuyHBIX TKaHSX, BKIIOYAsd JIEHKO-
LUTHI, 1 OOHapyXeHUe Mytauun B reHe LAMP2. Tlpu
6ose3nn JlaHoHa oTMedaeTcsl yBeJMUCHUE ITOKa3aTescit
MopaxkeHUST KapAUOMUOIIUTOB: TPOIIOHWHA, aJlaHWHA-
MHUHOTpaHcdepasa, aclmapraTaMuHOTpaHCchepasa, Kpea-
TUHKWHA3a, JakTataernaporeHasa [33]. LAMPZ2 oGbIYHO
BKJTIOYAIOT B TCHETUUYCCKHE TIAHEIN, MCITOIb3yeMbIe IS
TECTUPOBaHMUS HeKaccupuumpoBaHHBIX popm KMII,
W TeCTUPOBAHNE TCHOB B HACTOSIIEE BpeMsl SIBISICTCS
HamboJiee pacIpoCTpaHEeHHBIM U HaMeHee WHBA3WB-
HBIM METOIOM, MCIIOJIb3YyeMbIM IUISI TMATHOCTUKU 00-
Je3Hu [aHoHa.

Okcajio3

Oxcanypust JOJKHA OBITh TOATBEpPKICHA OIBYMSI 00-
pasiamMu Mour. [lepBrUHAs THUIIEpOKCATypHs XapaKTe-
pU3yeTCsT 9KCKpeIneil oKcaaToB ¢ MOYO B OOJIBIITMH-
cTBe ciaydaeB >0,7 MMoib/1,73 M? B CyT., @ B HEKOTOPBIX
cllydasix MOXET npesblaTh 2,0 MMonb/1,73 M2 B cyT.
B OTJIMYME OT HOPMAIBHOM SKCKPEINU ¢ MOYOI, KOTO-
past 06b14HO cocTasisieT <0,45 Mmoib/1,73 M2 B cyT. [34].

ITo Mepe cHUXEHUSI CKOPOCTU KIIyOOUKOBOM (pUIh-
Tpauy 3KCKPeInsl OKCalaTOB ¢ MOYOI CHIKAeTcs, U e
OLICHKA MOXET OBITh HETOUYHOM. B 3THX 00CTOSTEIBCTBAX
cllemyeT M3MEpPSTh COAepKaHME OKCAlaTOB B IIJIa3Me.
OKOHYATEIbHBIN THATHO3 IEPBUYHON THUIIEPOKCATYpHUHI
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YCTaHABIIMBACTCS C TIOMOIIIBIO TEHETUICCKIX NCCIICIOBA-
HUt [34].

Mykonoancaxapuao3sl

Mykomnonncaxapuao3bl BKIIOUAOT 13 pasImIHBIX
COCTOSTHMI, BBI3BAaHHBIX AC(PUIINTOM CIICHU(PUICCKIX
depMeHTOB MyTH Aerpamalliid TIIUKO3aMUHOTJINKAHOB.
®OepMeHTHBIC aHAJIM3bl OOBITYHO IIPOBOMSIT B KPOBH.
HNnentndurkanys BapruaHTOB B CIIEIIM(MDUICCKNX TeHAaX,
KOTOpPHIC KOMMPYIOT KaXKIbIii (DepPMEHT, CBI3aHHBIN C My-
KOTIOJIMCAaXapHuI030M, TIOJIe3HA JIJIs TIOATBEPXKICHMST THa-
THO3a, OOHAPYXKEeHUSI HOCUTEILCTBA, TIpeHATAITLHOM TH1a-
THOCTUKY M TIpenckazanus ¢peHorumna [9]. CymecTByeT
pacTymass TCHAICHIUS IIPOBOAUTH MCCICHOBAHMUS Ha
OCHOBE TEHOTHIIa B Hadayic 0OCIIeOIOBaHUs, TIPU TOM
MMATOTeHHOCTh MACHTUDUIINPOBAHHBIX TE€HETUUECCKUX
BapMaHTOB IOJIKHA OBITH IMOATBEPKICHA M3MEPEHHEM
aKTUBHOCTH (hepMEHTA W/ WUACHTU(UKAIIUCH 1/WIn
KOJIMYECTBEHHBIM OIIpeIe/icHUEM BUIOB INTMKO3aMUHO-
IIMKaHOB [9].

OxoKT

Haub6onee gacTeiMu 3xoKapauorpapuIecKUMU IIpH-
3HaKaMu, HaOmonaeMbiMu ipu M3 C, aBISIOTCS pacIm-
peHe 000MX IIpeACcCepanii, CAMMETPpUYHASI TUIIEPTPODUST
JKEJTYIOYKOB IIPU HEOOIBIIIOM MM HOPMAaIHHOM pa3Me-
pe monoctu JI2K, TiepuKapayaabHBI BBITIOT, XOTS TaK-
Ke MOXET BCTpedaTbCsl aCUMMETPUYHAsI TUIIePTpOdus
MeXCKeTynoukoBoi neperoponku (M2KIT), HopmaabHas
TOJIIMHA CTCHOK Cepilla, AuIaTallus XelIymodkoB. [1pu
AL-aMmionno3e XxapakKTepHO OBICTPOE YBEIMUCHHE TOJI-
IIWHBI CTCHKM CepAlla B TCUYCHNE HECKOIBKUX MECSIICB,
IIPY 3TOM WHACKCHUPOBAHHBIN yIApHBI 00beM OOBITHO
cubHO cHKeH Ha (poHe XCH ¢ coxpaneHHO# (ppakmm-
el Betopoca (PB) [13].

"buHapHBII" pU3HAK dHIOKapAa, BIIEpBble OOHA-
pPYyXeHHBII 1 onucaHHbIi Pieroni, et al., B Bume rumep-
SXOTEHHOTO 3HIOKapaa M TUITO3XOTEHHOTO IPOCTPaH-
CTBa MEXIy 9HI0- ¥ MIOKAPIOM MOXET OBITh "KpacHBIM
¢marom” B®, xoTg crienuPUIHOCTh W YYBCTBUTEIb-
HOCTBb €ro He BbIcoKa [35]. AGcomoTHas Tomanhb ma-
MMAUISIPHOM MBIIIIIBI ¥ COOTHOIIICHNE MEXIY pa3MepoM
NaNWUISIPHBIX MBIIIL U OKPYKHOCThIO JIZK ObL10 TIpen-
JIOKEHO B KauecTBE 3XOKapamorpaduueckKoro Mapkepa
st muarHoctuku b [23].

IIpu capkonmo3e MOTYT BEISIBJISITbCS IYUIATAIIAS T10-
JIoCcTel cepaua, cucrtoanueckas aucynkuus JI2K, Ha-
pyLIeHUs JOKaJIbHOII COKpPaTUMOCTH MHOKapna 0e3
IMOpakeHUSI COOTBETCTBYIOIIECHT KOPOHAPHON apTepuH,
0JaroBbIe BHYTPHUCEPICUYHBIC BKITIOUCHNS, O0YCIOBICH-
HBIE TPaHyJIEMaMU, TIepUKapAUaIbHbBINA BHITTOT [36]. T1pu
peTpakIuu yJacTka (pmubpo3a MOXKET pa3BUBAThCS aHEB-
pu3Ma CTEHKH, OCOOCHHO Y OOJBHBIX, ITOJYYaBIINX JIc-
YeHHEe KOPTUKOCTEPONIAMM.

Muoxkapn nipu M3C 06bIYHO MMeeT HEOTHOPOIHYIO
CTPYKTYPY, MOXET IIPUOOPETaTh 3CPHUCTHII OJICCTSIIIIA
BUII TIPY aMUJIOMI03€ CepAlia, JN0O0 comepKaTh BKITIOUEC-
HUS SIPKUX 5XOCUTHAJIOB, YKa3bIBAIOIINX Ha TPaHyJIeMa-

TO3HOE BOCHAaJICHUE IIPU CapKOMIO03€ Cepilla, a TaKXKe
HEOTHOPOMHOE KPaITyaToe 3XO-TIJIOTHOE CBEUCHUE, HaM-
0oJree 3aMETHOE B IMMANMJUISIPHBIX MBIIIIIIAX, IIPU TIEPBUI-
HoM rurtepokcanypunu [2, 3]. OTinoxXeHUsT HETIPOBOIS-
IIMX BEIIECTB B MUOKAapae OOBSICHSIIOT HECOOTBETCTBUE
MEXIY BoJIbTaxkeM KoMruiekca QRS 1 cTermeHbIo THIIEp-
Tpoduu JIZK, KaKk omnrcaHo BHIIIIE.

Honrmieporpagus oOBIYHO BBHISIBJSIET JIETKYIO Kja-
MaHHYI0 TUCOYHKIUIO, YTOJIIEHUE CTBOPOK, Yallle Mo-
paxkarTCs MUTPAILHBIA M aOPTaIbHBINM KJIAallaHbI C IT0-
SIBJICHUEM HEOOCTaTOYHOCTH W/WJIM cTeHo3a [13, 37].
Huactonmueckast GYHKIIMS YacTO 3HAYUTEIBHO Hapy-
meHa. Ha HayaapHBIX CTaausSIX HAOIIOmAeTCs Hapylle-
HUE pelakcaiy, BO3MOXHO IIPOTPECCUPOBAHMUE IO Pe-
CTPUKTUBHOTO maTTepHa. Ilpm okcamo3e cepama Habo-
JIaeTcs OBICTPOE YXYAIICHNE TUACTOINUYECKON (PYHKIINHI
C TIOBBIIIICHUEM JaBJICHUS HAIOJHCHUST M KapTUHOI pe-
CTPUKTUBHBIX HapymreHuit [20]. I1pu amunmonmose cepu-
I1a TMKOBasl paHHSISI TUACTOJIMYeCKast CKOPOCTh (e’) CHU-
JKaeTcsl Ha CaMbIX paHHUX CTagusX 3a00JIcBaHUS U eIIe
OOJIBIIIC CHIKAETCS IT0 Mepe MPOrpecCUpOBaHUS 3a00-
JeBaHu [6].

MeTtonuka oleHKM medopManuy MHUOKapaa IO3BO-
JISIeT BBIIBUTH HapyIIeHUE IIPOMOIbHOTO COKpAIICHUS
XKelrymoukoB 1o cHmkeHUsT @B u passutusgs XCH. buin
npemnoxeH KoabduimeHt nedopmamuu OB JIXK ¢ mo-
POTOBBIM 3HAUYCHMEM 4,1, TTO3BOJISIIOIIM C TOYHOCTBIO
91% otmmunth ammwionnos cepaua or 'KMIT unu Hop-
MBI [38]. OOBIYHO HaOJIOmaeTCsl TSKeJIoe HapylleHNe
0a3albHOIl TIPOIOJIBHON medopMallid ¢ OTHOCUTEIb-
HBIM COXpaHeHUeM anuvKajabHoIl nedpopmarnum [39]. Dto
"anmKaJibHOEe coxXpaHeHue" OJHOBpEeMEHHO o0JiagaeT
BBICOKOM YYBCTBUTEIBHOCTBIO U CIICHU(PUIHOCTHIO IS
IMAarHOCTUKM aMIIonzo3a cepaua [6]. B cepun unccie-
noBanuit Serra W, et al. 6p110 MOKAa3aHO, YTO BU3yaTn3a-
OUsI CKOPOCTH AedopMauy I03BosieT audhepeHIIN-
poBaTh capkomMepHyio ' KMIT ot KMII npu B® n amu-
nouno3a cepana [18]. Degirmenci H, et al. ¢ moMomibio
OIICHKU IehOopMaIliy TTOKa3bIBaIM, YTO BBISIBIICHUE JIE-
(opmanmii MruoKapaa JIeBOTO TIpeACepars 1 KeTyaouKa
MOXET yKa3bIBaThb Ha CYOKIMHHMYCCKYIO TUCHYHKIINIO
JIK n cyOknmmHMYecKue 2JIeKTpOo(GU3N0JOrnIecKe 13-
MEHEHUsI Ceplla y MalieHTOB ¢ CApKOMIO030M OPraHOB
neixanus [40].

DyHKLMS JIeBOrO MpeAcepausl O4eHb 4acTo Hapylla-
ercsa ipu U3 C [40]. TTpu ammitonmose cepaiia O4eHb BbI-
COKa pacIpoCTpaHEHHOCTh TPOMOO3a JIEBOTO Ipemcep-
WS, JaKe Cpeny MAIMeHTOB C CUHYCOBBIM puTMOM [ 13].

MPT cepaua

MPT cepnna gBisieTcsl METOIOM "30JI0TOTO CTaHIap-
Ta" KOJUYECTBEHHOTO OIpPEACIICHUS pPa3MepOB U 00b-
€Ma Kamep cepIla, TOJIIMHBI MUOKapaa W OIPeneICHMS
®B xenxynoukoB. [Ipu mccieqoBaHUM ¢ KOHTPACTHBIM
YCWJICHHEM B OTCPOUYCHHYIO (Da3y BBEICHUS ITPOMCXO-
INT KOHTPAacTMPOBaHMWE MHMOKapaa KaK 3a CueT HaJu-
yust pubpo3a, TaK W BCICACTBHE HAPYIIICHUS KMHCTUKNA
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IBIDKCHMST KOHTPACTHOTO TIperiapaTa M €ro 3amepsKKH
B MEXKJICTOYHOM IIPOCTPAHCTBE, TI¢ M IIPOMCXOINT Ha-
KOTUICHHE TTaTOJIOTHICCKUX OCTKOB WJIM IPYTUX BEIICCTB
npu 6onbmmHcTBe MU3C. JIng ammiongo3a xapaKTepHO
muddy3HOoe CyOsIHIOKapIualbHOe HaKOILICHUE C ITopa-
KeHneM BceX cTeHOK JIZK, KoTopoe MOXKET coueTaThes
C paHHHM TIOTEeMHEHHEM ITyJla KPOBHM M3-3a OBICTPOTO
BBIMBIBAHUS KOHTPACTa M3 KPOBH B MHTEPCTUIINAIHHOE
IIPOCTPAHCTBO, KOTOPOE YBEIUUYCHO 3a CUCT OTIOKCHMUS
amuionga. TunmaHas KapTUHA KOHTPACTUPOBAHUS SIB-
JIIeTCST KpacHBIM (bJIaTOM OTMATHOCTHKH aMIJIOMIO03a,
OHAa TIPOSABJISIETCS JO TOTO, KaK Pa30BhETCS 3HAUUTCIIb-
HOe yBeJImdeHue Macchl MuoKapaa [ 13]. [TpuMeuaTtensHo,
YTO HETUITMIHBIC TTATTCPHBI HAKOIJICHUSI KOHTPACTHOTO
mpenapara (odaroBoe, nud@y3Hoe TpaHCMypaJIbHOE
WIN TSITHUCTOE) HE TTO3BOJISTIOT MOJHOCTBIO MCKITIOUUTD
aMWIOUIIO3 Cepalia.

I1pu remoxpomaTto3e MPT 1o3BoJisIeT KOJIUYECTBEH-
HO OIIpEeAeNINTh Comep:KaHMWe Xejie3a B cepille, TTeUYeHU
7 ceJie3¢HKE 3a CUeT CHIDKCHMSI CHTHala B pexkumax 12
n T2* [41]. TIpu capkoumo3e BO3MOXHA BU3yaau3alus
CapKOMIHBIX TPaHyJIeM M OlIeHKA aKTUBHOCTHU BOCTIAJIe-
HUS 110 HAJIMYWIO OTeKa Ha T2-B3BEIIEHHBIX TOMOTPAM-
Mmax [42].

OTCyTCTBHE YIAaCTKOB OTCPOYCHHOTO KOHTPACTUPO-
BaHus1 B M2KII y maumeHTOB MyXCKOTo IoJjia ¢ Moa0-
3peHuemM Ha 'KMII gBisgercss nmokazaHueM K reHeTu-
yeCcKOMY CKpUHUHTY 0oJie3Hu JdanoHa [43]. [TauueHTam
xeHckoro moia ¢ 'KMII HeoOGxonuMo momo3peBaTh
6osre3ub [laHOHA, B CIIydae BBISIBJICHUS HCOTHOPOTHOTO
Cy0PHIOKApANAIHLHOTO KOHTPACTUPOBAHUS Oe3 TTopaxke-
HUS KOpOHapHBIX aptepuii [43]. Kitaccnueckas joKkaim-
3anus KOHTpacTupoBaHus npu b® — HmKHeO0KOBas
CcTeHKa B 06a3aJbHOM CerMeHTe, Tae (pudpo3 BHISBISIIOT
y 50% maneHTOB Ha MO3IHeN cragun 3adoseBanus [23].

Tl-kapTupoBanue 0e3 BBeAeHUSI KOHTPACTHOTO
npenapara noTeHUuagabHO MoXeT oTanuuTh 'KMII ot
M3C. 3nauennsa T1 Muokapma MOCTENEHHO YBEINYMBA-
FOTCSI TIPY PA3HBIX ITATOJIOTHUECKIX COCTOSTHUSIX OT TUD-
¢y3Horo ¢udposa, pyblloBOl TKaHU O aHOMAaJbHbIX
BemlecTB [6]. YBennuenue 3HayeHuit T1 HaGaogaercs
no yroameHus muokapnaa JIZK miam mosbiieHUs: 010-
MapKepoB B KPOBH U SBJISICTCSI KPACHBIM (hJIarOM aMHU-
soupo3a cepaua. st tomorpadoB ¢ HaNPSXKEHHOCTBIO
nons 1,5T Obuiu ompeneneHbl MOpOTroBbie 3HaUeHus T1
HatuBHoro muokapaa (T1 <1036 mMc misg UCKITIOUEeHUs
aMIJIONI03a CepAlla ¢ OTPHUIATCILHON ITPOTHOCTUYC-
CKoIt eHHOCTBIO 98%; T1 >1164 Mc [T TTIOATBEPXKICHUS
aMUJIONIO3a CepAlla C TMOJOXUTSILHON MPOTrHOCTHUYC-
CKOI LIEHHOCThIO 98%), 4TO MO3BOIMJIO pa3paboTaTh
IUaTHOCTUYECKUM aJTOPUTM, MpeaycMaTpUBaIOIINMA
BBEIEHNE KOHTPACTHOTO IIperapaTta TOJBKO IallieHTaM
C TIPOMEXYTOUHBIMM 3HaueHusaMu T1 [44].

YyacTku ¢ HU3KUM 3HauyeHueM T1 TpeacTaBisiioT
co0oii otnoxeHue chuHroaunuaoB npu bd, cega3an-
HOM ¢ yBeIMYEHUEM BHEKJICTOUYHOTO 0ObheMa, HO He Ha-

omonaeTcs npu amuiongose cepaua. Karur GR, et al.
noaTBepnwan, 9to 3HadeHme T1 M2KIT 1220 mMc MoX-
HO WCITOJIb30BaTh KaK TOYKY pasmefeHUs mjs mudde-
perumann b® or 'KMII ¢ gyBctBuTeabHocThio 97%
n crietmduaHocTsio 93% [45].

Metomuka T2-KapTupoBaHUS ITO3BOJISICT BBEISIBUTH
oTeK (BaxkHbIN ameMeHT AL-KMII), BocmajneHme, MoXeT
OBITh MCITOJIb30BaHa ISl OOHAPYXEHUsI aKTUBHOTO cap-
Kommo3a cepara [42], BEISIBICHUS TTOBBIIIICHHOTO PUCKA
KEJTYJOUYKOBBIX ADUTMUIA U OLIEHKU aIEKBATHOCTU Tepa-
nuu [46].

CuyaTrpadus 1 No3UTPOHHO-IMHUCCHOHHAS TOMOrpadus

Cuunturpadusi Muokapaa ¢ MedeHbIMU (ocdar-
HBIMU KOMIIJIEKCAMM SIBJISICTCSI METOIOM BBIOOpA IS
nuarHoctuku ATTR-amunongosa cepaua, cpeau Ko-
Topeix 99mTc-mmpodocdar (PYP) Hanbonee mmpoko
ucIonb3yercss B Poccun. MIHTeHCHBHAS 3amepXKa Me-
YeHBIX (PochaTHBIX KOMIIEKCOB B OCHOBHOM SIBIISICTCS
natrorHoMoHn4yHoM 11t ATTR-KMII, a orcyrcrBue mo-
IIOIICHMSI, KaK TPaBUIO, UCKITIOYAeT 3TOT IHarHo3 [47].

H1s1 oTipeneIcHNST TSLKECTHU TTOpakKeHUsT Ceplia Tpe-
Joxwmm mKany Perugini: cremeHp 0 — OTCYTCTBHE cep-
NIEYHOTO TIOTJIOIICHUS; CTeIIeHh | — CepIedYHbIil 3aXBaT
MIPUCYTCTBYET, HO MEHEe MHTCHCUBEH, YeM KOCTHBIU
CUTHAJT, CTEIICHb 2 — CEPICYHBINA 3aXBaT ¢ MHTCHCUB-
HOCTbHIO, aHAJOTUYHOM WM OOJbIlIei, YeM KOCTHBIH
CHUTHAJT, CTeTICHb 3 — CepACYHBII 3aXBaT CO 3HAUMTEITEHO
0CTIa0JICHHBIM WJIN OTCYTCTBYIOIINM KOCTHBIM CUTHAJIOM
[47]. Drta cucrema OblJIa BKJIIOYEHA B aJITOPUTM HEOMO-
ncuiiHoit guarHoctuku ATTP-amunongosa cepaua mpu
MOJ03PEHUM Ha aMUJIOUIO3 Cep/lia HA OCHOBAHUM KOM-
OMHAINM KIMHUYECKUX ITPU3HAKOB, OMOTYMOpPAIbHBIX
MAHHBIX W/WIA TaHHBIX BU3yaau3anuu. Korma cremeHb
Perugini coctaBnsger 2 win 3, a MOHOKJIOHAJbHBIN Oe-
JIoK He oOHapyxeH, nuarHo3 ATTR-amunonnosa cepnua
nonTBepxkacH. Ilpn oGHapy:keHUM MOHOKJIOHAJIBLHOTO
Oenka unu crereHu 1 mo mkane Perugini mpemiaraer-
¢S THCTOJIOTMYECKOE TONTBEPKACHNE W TUIIMPOBAHUE
amunouna. Hakonen, korma creneHb Perugini paBHa
0, ATTR-KMII manoBeposten [47]. CyliecTByeT KO-
JIMYecTBeHHad mKana nigd nuddepeHnupoBanuss AL
n ATTR-amunongo3a cepaia, OCHOBaHHasl Ha pacue-
T€ COOTHOIICHUS TOIIOIICHUS WHANKATOpa B 00JIaCTH
cepaiia K MOIJIONICHUIO B KOHTPJIaTepalbHOM CTOpOHE.
Bennunna ganHoro mokasarens > 1,5 mokasaja 4yBCTBU-
TebHOCTh 97% u cnetuduuHocTh 100% 11t BLISIBJICHUS
ATTR-amunonngo3sa cepana [48].

Mg npyrux U3C Gonee coBpeMeHHBIE METOIBI SIIEP-
HOI1 BU3yaln3allii, BKIIF0UYasi KOMOMHUPOBAHHYIO TTO3H-
TPOHHO-3MUCCHOHHYI0 ToMorpaduio 1 MPT, mo3Bos-
FOT M3YYUTH POJIb BOCIIAJICHHS BMECTE C OIICHKOM CTEHO-
Kapauyd M KOPOHAPHOTO KPOBOTOKA W BEIIBUTH paHHUE
MPU3HAKU TTOpaXXeHUsT cepaiia. MHOTOUYNCICHHBIC MC-
CIIeIOBAHUS IIPOAEMOHCTPHPOBAIN HAIMINE aHOMAITh-
HOI mepdy3nn Kak Ha OMTHOMOTOHHON SMUCCHUOHHON
KOMITBIOTEpPHOM TOMOTpaduu, TaK U Ha MO3UTPOHHO-
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SMUCCUOHHONI ToMorpaduu mpu OTCYyTCTBUU 3a00j1eBa-
HUSI SIIUKAPIUAIbHONM KOPOHAPHOI apTepuu, UTO Ipel-
roJiaraeT HaJlm4re MUKPOCOCYINCTON mrucyHKmu [49].

3aknioyeHue

Jwuarnoctuka M3C gaBnsieTcsT CIOXHOM 3agadeil u3-
3a (DCHOTI/IHI/I‘IeCKOﬁ IT€TCPpOr¢cHHOCTU, IMOJHMOPTaHHO-
CTH IMOpaXXC€HUsA, OTCYTCTBUA €ANHOIO HEMHBA3MBHOTIO
JMAarHOCTNYC€CKOro MHCTpyMEeHTa N OrpaHH‘IeHHOfI ocC-
BEOAOMIIEHHOCTU MEOULIMHCKOTO COO6H.[CCTBa. Yacto
TpebyeTcst B3aMMOAEHCTBUE MEXAY SKCIIEPTaMU Pa3HbIX
CHCHHaﬂbHOCTCﬁ. He,[[aBHI/Ie HNCCJIEAOBaHU MMOCTAaBUJIN
mon comHeHne mormy o M3C Kak o peamkoM HEM3JICUn-
MOM 3a00JIEeBaHUU U IICPpECMOTPECIN SIMUAEMUOJTIOTUIO
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