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AM""O"AO3 — ITO IIATOJIOI'MYCCKOC COCTOAHHUC, XAPAKTCPUIYIOIICCCs HCIIPABUJIbHBIM
CBOPpAYMBAHHUCM 6€J'IK21, IIPpUBOJAIINM K BHCKIICTOYHOMY OTIOXKCHHUIO AMHNIOUIHBIX

(GUOpUIT B pazIMyHBIX OpraHax M TKaHSAX, BbI3bIBAS WX JUCPYHKIUIO W onpeoessis
cUCmemMHOCmb 3a001e6aHusl [1).

B AA ( meHee 10%) 42 benka-
npealecTBeHHMKAa )

Knaccudumkaumsa)
I o
AL (AO 68% ) W npyrue GopMmsl:
AB2M, AGel, AApoAl Afib, AB2,
S ATTR (ATTRwt; ATTRV) (a0 30%) AANF, AIAPP, ACal, Acys
B Hacrosiee BpeMsi U3BECTHO
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dnupgemMmmonormyeckKkume "rpeHabi”

* Uramus  (2015-2020): Eskerofnsiii  mpupocT * CHIA (xnmuHumka Mbiio, 2022): Cpenyd ManueHTOB,

FOCTINTAIN3AIMH, CBS3aHHBIX C AMUJIOHIO30M, KoTopbiM  Jienand - OXOKI,  pacmpocTpaH€HHOCTS
coctaBuia 17% [1]; MTOJITBEPAKAEHHOTO aMHUJION1032 cepana
0 - 0

» Kopesi (OOIIEHAIMOHABHOE  HCCIIETOBAHIE, cocraBmwia 1,25%. A em€ y 0,53% ObuIM pU3HAKH,
2009-2022): 3200J1€BAEMOCTH u HO JIMarHo3 He JIOBEM 10 KOHIA [4];
pacIpOCTPaHSHHOCTh HEYKIOHHO pociau, c ° llIBernapus (ayTomcuitHoe HCCJICA0BAHMUE,
0CcoOeHHO pe3kuM ckaukoMm mocie 2019 roma 2025): Y 5% (104 u3 1972) ymepuinx Ha ayTONCHH
12]; HAIlUIM aMWiona03 cepaua. [lpu xxu3Hu quarsos He

* CIIA (Medicare, 2002-2012):  Opin3anonospen y 91% ux mux [S];
PacripocTpanéHHOCTs  ammiionpo3a  cepama ©  Poceus (Mockea, 2025): Cpemut  HalmeHTOB ¢

3HAYUMO BBIpOCIIA 3a JIECATUIICTHE (PEHOTUIIOM TUNEPTPOPUUECKON KapJAUOMHUOIATUU
(pactipocTpaHéHHOCTL (¢ 8 1m0 17 ciayyaeB Ha IpU 1I€JICHANPABICHHOM OOCJIEA0BAaHUM JIMArHO3
100 000 yenoBeko-1eT) U 3a00s1eBaeMocTH (¢ 18 OBLI IepecMOTpeH Ha AL-aMUION103

no 55 cinydaes Ha 100 000 yenoBeko-yeT),

B 2,7% ciydaeB, Ha ATTRv-amunonnos B 1,4%
ocobdenHo nocnie 2006 roga) [3]

ciaydaes [6]
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0.1016/i.jacadv.2024.101581

Laura De Michieli et al. Hospitalization-based epidemiology of systemic and cardiac amyloidosis in the Veneto Region, Italy. Int J Cardiol. 2024 5. Albert Baschong et al. Cardiac amyloidosis in a Swiss autopsy cohort — distribution and clinical relevance. Swiss Med WKkly [Internet]. 2025 Oct. 1 [cited
Apr 1:400:131804. doi: 10.1016/j.ijcard.2024.131804. 2026 Feb. 14];155(10):4541.

Mi-Hyang Jung et al. Temporal Trends and Outcomes of Amyloidosis in Korea: A 14-Year Nationwide Cohort Study. J Clin Med. 2025 Dec 6. Uymakoea O.C., KepTmega /1.3., MuHywkuHa J1.0., Yxoea /1.B., Anbkam .M., Anvesa 3.W., VnbeHkoBa H.A., ApxunkimHa T.C., BonowwHa H.M.,
31;15(1):313. doi: 10.3390/jcm15010313 BaknaHoBa T.H., 3ateliwmkos [.A. PacnpocTpaHEeHHOCTb aMUIONAO3a CepAaua U 6one3Hn ®abpu cpean B3pOC/biX 60/IbHBIX C GEHOTUMOM

Lauren G Gilstrap et a. Epidemiology of Cardiac Amyloidosis-Associated Heart Failure Hospitalizations Among Fee-for-Service Medicare rMNepTPOGUUECKoi KapAMOMIONATUM: AQHHbIE POCCUIACKOTO OAHOLIEHTPOBOIO UCCIEA0BAHUS U MeTaaHanu3. Poccuiickmii kapanonornyeckuii
Beneficiaries in the United States. Circ Heart Fail. 2019 Jun;12(6):¢005407. doi: 10.1161/CIRCHEARTFAILURE.118.005407. XypHan. 2025;30(10):6412. doi: 10.15829/1560-4071-2025-6412. EDN: ZEUPAG


https://doi.org/10.3390/jcm15010313
https://pubmed.ncbi.nlm.nih.gov/?term=%22Knott%20JD%22%5BAuthor%5D
https://doi.org/10.1016/j.jacadv.2024.101581
https://doi.org/10.1016/j.jacadv.2024.101581
https://smw.ch/index.php/smw/article/view/4541#author-20576
https://smw.ch/index.php/smw/article/view/4541#author-20576

B Poccun: mequana 25 (1-144) mecsinieB 10 MOCTAHOBKH
JTUATHO3a, TPU 3TOM 82% MalMeHTOB 00CIE0BAIUCH Y TPEX U
OoJiee cIeUAIMCTOB (Yallle KapAuOoJor U HEQpoIor).

Mup: B TeueHHne MepBoOro rojaa OT NOSBICHUS
KIIMHUYECKHUX WM JJa0OPaTOPHBIX CUMIITOMOB

ha U NT-proBNP <8500 ngiL
e et - Jauar’Ho3 AL-A ycraHaBJIuBaKOT JulIb Yy 63%
manueHToB. Y 51% O0JBHBIX 3a00JIEBAHIE
NT-proBNP >8500ng/L o
Med.anqamonthn\s_“_‘_‘_ BBISIBIISIIOT yoke B mo3aHen I cragum (B Tom
— 1 uricine y 14% mnanuentos B IIIB cragun).
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AL-aMmMnounpo3 BCcTpeyacTcs B
NOMYJISLMU Yallle, YeM APYyTrue (POpMbI
AMMWIION 103A4[1]

"...IIpY BBISIBJICHUHU aMUWJION103a CEpALa
[IEpPBOE, YTO HEOOXOIUMO CAECNIATh -
UCKJIIOUUTHh aMUJIOUI03 JIETKUX IIEICH.
ITO CcBA3aHO ¢ OoJIee 3II0KAYECTBEHHBIM
TE€UCHHUEM JAHHOTI'O 3a00JI€BaHUs U, KaK
CJICJICTBUE, C 00JIee TSKEIIBIM

IIPOTHO30M..."

©Claudio Rapezzi, ESC Working Group on Myocardial and Pericardial
Diseases Scientific Conference, La Corunchs, 2019
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AL-amunomgos

CormmacHo nocneaneit Bepcun kinaccudukamuu BO3 2024 r. tTepmun «AL-aMunompao3ay
3aMEHEH Ha «MMMYHOrnobynuH accoumMmpoBaHHbIM aMUNoMao3» U
paccMaTrpuBacTCA B I1OAPA3ACIIC «3a60Jzeeanz, CBA3UdHHbBIE C ONMJIONCEHUEM MOHOKJIOHAJIbBHbIX
MMM)/HOZJZO6)/JZMH08» pasaciia «lInazmoxniemounnvie H06006p61306aHu}l u Opyeue 36160]18661HU}Z,
CBA3AHHblIE C napanpomeuHoM) [1-2].

BaxxHO OTMETUTB, 4TO pacnpocTpaHeHHOCTh AL-A 3a nociennue 20 JIET yBEIUYWIACHh BO BCEX KPYIHBIX CTPaHAX
c 8 10 51 cnyyasq Ha 1 MAJTMOH HaceJeHus [1].

Yactorta AL-amMmujionio3za mo cpaBHeHHIO C

JIPYTrHMH
COOTBCTCTByeT KPUTEPHSIM CTaTyca reMaTrToJIOTHUYeCKHMH COCTOSSHHSAMHA
opbanHoit 6onesnu B CIIIA u EC. i
Cpenauil BO3pacT Ha MOMEHT

IIOCTAaHOBKM auar"os3a 63 romga, 55%

HoBble cayyaun(Ha maH)
I
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MB Tnewwaa MM Al-amunowaos xNn MHOMecTEEHHaRA
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NaTtoreHes
AL-aMmunomao3 BKrOYaeT OTNIOXXeHUe HenpaBuIsibHO CBEpPHYTbIX Nerkux
ueneu lg, npoucxopgalimx U3 MOHOKIOHASIbHbIX MTa3MaTUYECKMX

Kne.rOK HenpaBMano CBEPHYTbIE Cu, Nno3BOJIAOWME SKCNOHUPOBATb
CKPbITbIE 3NMUTOMbI, KOTOPbIe CNOcobCTBYIOT arperayum
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© ’ B-cknaguaTow CTpyKType B TKaHax  [JIIIIIEIEIEEETLLLE LI TOKCMYHOCTD

CJ'ILl amunounaoreHHble cBo60aHbIe Nerkue Len UMMyHOrmMobyIMHOB

Antibodies
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SPATPOLHTH GAS0OAT  HEATPOOWT 303MHOGWN  MOHOUMT T-NAMGOUWTbI B-THMAOLITSI [ &w ‘ Ig

[Ina3Marnyeckre KIETKH
AgantuposaHo Merlini G., Bellotti V. Molecular mechanisms of amyloidosis. New England Journal of Medicine. 2003;349:583-596
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(A) OkpaluvBaHMe reMaToKCUIMHOM 1 303MHOM. (B) OkpalimBaHume KOHro KpacHbIM. (C) ABOWMHOE nyyenpesioMmieHve
IIpu cBeTOoBOM MuUKpOCKONMMH: CrnoCOOHOCTH K ABoriHOMY /[lis THUNHMpoBaHMsI AMWJIOHMA YaCTO

OKpacka TEMOTOKCHJIMH-303UH —  JIy4YelnpeJoMJIeHuI0 (auxpomusm). HPUMEHAIOT npoby ¢ nepmamneanamom
FOMOTEHHO  po30Bas; OKpacka IIpM MHKPOCKOIIMM OKpaimeHHbix <@i.  Ilpu  obpaborke OKPa;I(I)/eHHHX
KOHI'O-K HbIM IIpCII TOB -HbIM
KOHI'O POT — OpaHXKEBasi; OKPACKy KOHIO-KpAaCHBIM  IpenaparoB B OHTO-Kpac pel1aparo °
" pPacTBOPOM MEepMaHraHara Kaaust AA-TUn
THO(GIaBUHOM T —CBeTNIO-3€JIEHAsT TMOJISIPU30BAHHOM CBETE€ aMHIJIOMU]]

5 . aMUJIONJIa TEPSAET OKPACKY M YTpayUBACT
(daroopecleHIs, KoTopas Ooiee H3MEHSET KpacHBIM IIBET OKpacKH Ha CBOMCTBO TBOWHOTO JTyUENpPETOMICHHS,

YyBCTBUTEJIbHA, 4YE€M  OKpacka s0JI0YHO-3€JIEHOE CBEUCHHUE. Torma Kak AL-THI aMHIOMAa COXPaHseT
KOHI'O-KpaCHbIM, HO MCHEC ux. B Hacrosiiee BpeMs I TATUPOBAHUS
crier@uyHa. UCIIONIB3YIOT UMMYHOSUCTIOXUMUIO U MACC-

Gonzalez-Lopez, E., Gallego-Delgado, M., Guzzo-Merello, G., Castafio, A., Segovia, J., & Garcia-Pavia, P. (2024).
Histological Typing in Patients With Cardiac Amyloidosis. Journal of the American College of Cardiology, 83(15), CHEKMOMEMPUIO.
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3a60neBaHua

NepuopbutanbHan nypnypa «rnasa eHota» (40%)

> o

Makpornoccusa (20%)

CucremMHoOCTDH

Ceppaue &

*CepaeyHasa HegoCTaTOYHOCTb

C COXpaHeHHOW dopakumen Bbldbpoca
*YTOSLLEHHbIE CTEHKN XXENYy404YKOB —‘
N HN3KUIM BosnbTax Ha JOKI

*OfbllKa B NokKoe nnu npu gomsnyeckou
Harpyske, yTOMI9eMoCTb

*[MNOTEH3Us NN odMopPOoKU
*[lepndpepunyeckmin otek

D
* Manbabcopbuus 1 noteps Beca

Jlerkune

*CuMnNTOMBI + OBOHapyXeHune
amunonga B bmonTtare,

* MHTepcTuumanbHoe

* KpoBoTeueHue (chaktop X) ropaxenne
HepBHasa cuctema (17-35%) WL MNeueHb
Mepudepuyeckas — o CJP *[loBbILEHWE LEenoYHON
*CYMMETPUYHasA CEHCOMOTOpPHas CA doocdarasbl >1,5 HOpMbI
NONIMHENPONATUS HUXXHMX KOHEYHOCTEN s[enatomeranua > 15 cm npu
*TyHHenbHbIM cuHapom Kapnons oTcyTcTBum XCH

(IBYCTOPOHHMIA) y @b
ABTOHOMHas Mouku (70-100%)

-I'IOCTypan bHaA TMNMOTEeH3NA

*JpeKTUnNbHas ANCPYHKUNA (MY>KXYMHDbI)
*/AI3MEHEHNST MOTOPVIKM XENYA0YHO-KULLEYHOTO
TpakTa

(HapyLueHMe onopoXXHEHUSA Xernyaka, 3anop),
3aTpygHEeHne MoyencnyckaHmus

*[lpoTenHypuna HedppoTUYECKOro
paga

*[loyeyHasa HegoCTaTOYHOCTb
[lepudepunyecknn oTek

Agantuposaro Merlini G, et al. Nat Rev Dis Primers. 2018; 4(1): 38



AmMmuvnoumgHan KapavomMmuvonaTtma — 3TO IIPOIPECCHPY OIS
MH(pUIbTpaTUBHA (hopMa KapAUOMHUOIIATUH, OOYCIIOBICHHAs] BHEKJIECTOYHBIM OTJIOKCHHUEM
HEPACTBOPUMBIX aMUJIOUAHBIX (DHOPUIIII B TKAHU MMOKapAa, YTO IMPUBOAUT K YXYIUICHUIO
AUACTOINYECKOM (a I03XKEe M CHUCTOJMYECKOM) (DYHKIIUM CEpAlla U Pa3BUTHUIO CEPACYHOM
HEIOCTAaTOYHOCTH [1].

[Ipu cucTteMHoM AL-ammnnounaose nopaxeHue cepaua
(amunomnagHasa KapaAMOMMONATUSA) seiserca HaubosIee BaKHEIM (aKTOPOM,
onpenerstomuM HEOTaronpuUATHLIU NPOrHO3[2).

AL
AT KM MpuumHa
AMUMJION 103 6 1 %

B 55-68% BLOUSU70

CMepTEﬁ[.ﬂ

1.Hassan, W., et al., Amyloid heart disease. New frontiers and insights in pathophysiology, diagnosis, and management. Tex Heart Inst J, 2005. 32(2): p. 178-84.
2.Lee, M.H. and Lee, G.Y., Incidence, diagnosis and prognosis of cardiac amyloidosis. Korean ] Intern Med, 2013. 28(4): p. 486-497
3. F. Escher et al. When and how do patients with cardiac amyloidosis die? Clinical Research in Cardiology. (2020) 109:78-88 https://doi.org/10.1007/s00392-019-01490-2



ROI1a HYKHO 3aIM0A03PUTH !/

AnarHocTtnyecknin Cneyndunyeckoe NsMeHeHUne («KpacHbIN ¢par»)

MeToA

C6op aHaMHe3a TYHHe/IbHbIA 3ansiCTHbIA CUHAPOM (6unaTepasibHbI) Yy MNOXMAbIX
NauMeHToOB C CONYTCTBYKOLUMM YTOJNLLEHNEM MUOKapha Mo AAHHbIM
axokapauorpaduu, ceMenHbli aHamHes HeiponaTtuum nam BCC. XXanobbl Ha
CEHCOpPHble HapyweHus npuv rnepudepmnyeckon MNOJANHeNpPonaTun,
NeHNCTYI0 MOYY NN KPOBOTEYeHMe.

JKI Huskunit BonbTa>k KomnsaekcoB QRS vy HenponopuMoOHaNbHO HUSKUN
BOJIbTa) MNpu cyulectsyroweinn runeptpoouvii JOK. NceBgonnHPapKTHbIE
U3MEHEeHUssT nMNpu  OTCYTCTBMM 30H HapylueHU  JioKasibHOW
COKpPaTMMOCTM MO AaHHbIM 3XOoKapauorpapun.

Jxokapamorpapus CyummeTpuuHaa DK vam (IMXX) npu oTcyTCcTBMKX aopTasibHOro CTeHo3a
NI ANNTENBbHO CyullecTBYyHOLLen apTepuasnbHoW runeptoHun. ®B JIDK B
npeaenax HOPMaJibHbIX 3HauyeHMW, HO CHWXeH GLS (rnobanbHas
NpoAobHasa gedopMaus MMOKapAa).

MPT TpaHcMypanbHoe VAN cyb3HaoKapAavanbHoOe no3fgHee KOHTpPacTHoe
ycuneHue obnactmn, anodysHoe npeacepgHoe nosgHee KOHTPACTHoOe

TepeLueHko C.H., HacoHoBa C.H., XXupos W.B., CangoBa M.AyﬁMLJlﬁJdM/e,,UHM MQ3AHeR:sK0 Bl oatihiQ 8.5/ CKbRAR KK E6., TepHosoii C.K., BoiiLos C.A.
Amunoudo3s cepdya: y4ebHoe nocobue. — Mocksa: PIbY «<HMWL, kapamonornm» MuHsgpasa Poccun, 2021. — 48 c. — ISBN 978-5-6047258-0-1.



KnnHnyeckumn cny4dan
IHanuent T., 49 aer. ITocTtyrmun B POKK/] 04.09.2025 rona.

Kamo0bl: Ha OABIIKY IpH OOBIYHON (hU3UUECKOM Harpys3ke (KHMBET Ha 3 3Taxke), OOIIyr Ci1aboCTh,
amu304b61 cCHIKeHUs AJl 1 noBbeimeHuss YCC, kpaTKoBpEeMEHHbIE JaBsiue 001 3a TPYAUHOM, Oe3 CBs3U
¢ (hu3nUYeCKOM HArpy3Koi, CHMMETPUYHOE OHEMEHHE 00eHX PYK MOCJIE CHA.

AHamHe3 3a0oueBanusi. IloBpimenue AJl 10 jger ¢ makcumanbHbIMH Hudppamu 180/100 MM pT.CT.
[TpuBbiuHoe AJl 135/90 mm pr.cT. UM, OHMK, C]I oTpuniaet. IlocTosiHHO npuHUMaeT BamiaoceT 5+80
MT.

B Hauane aBrycrta 00JiM B 3IIUTacTpaIbHOM OOJH, MOSBHIACH OABIIIKA NPU (PU3UYECKON HArpy3Ke, o0Imas
c1ab0CTh, KpaTKOBpPEMEHHBIC JaBsiiue O00iau 3a rpyauHoi, 0e3 cBs3ku ¢ PH. KoHcyapTupoBan
racTpOd’HTEPOJIOroM, mpoBeaeHo Y3M OpromHoN mnosioctu, KT OpromHoM mnojiocth (0OHApyKEH
CI1a0OBBIPAXKECHHBIM JIBYCTOPOHHHUM THAPOTOpAaKC). PexoMeHAOBaHa KOHCYJIbTAllUS ITyJIbMOHOJIOTA,
KapIUOJIOTa.

04.09.2025 r xoHCYJIBTHPOBAH KapauoiaoroM, ¢ ruariozoMm OKC ¢ mogST nanpasnen B POKK/I.

B npuémHoM nokoe TpornoHuH koiaud. 56,7 Hr/in. Ha OKI' putMm cuHycoBbIN, Npu3Haku yBeandeHuu JIII,
M3MECHEHMSI B  MHUOKapAe TMEpeJHEH CTEHKE JIEBOIO  Keyao4yka (BEpOSITHO, PYyOIlOBBIC).
['ocnutanu3upoBaH B 1 K/0 1J1s 00CII€AOBaHUS U JICUCHUSI.



KnnHn4yeckumn cnyyvan
AHamHe3 xu3HHU. Pa3zButue 0onpHOrO nmo Bo3pacty. HacneacrBenHocTs: y orna B 55 et UM, y
marepu UM B 50 net. OcTtanbHoe 6€3 0COOEHHOCTE.

O0beKkTUBHO: 00Iee COCTOAHUE yaoBieTBopuTenbHOE. [lonoxkenne akthnBHOE. B  nErkmx
AbIXxaHue Be3UKyisipHoe, xpunoB Her, YJIJ| 15 B muuyTty. ToHBI cepjauia ociabneHbl, PUTM
npaBuiabHbeId. AJ] 100/70 mMm pT.ct. UHCC 86 ya B MuHyTy. JKMBOT MSrKui, 0€300JI€3HEHHBIH,
neueHb yenuueHa +10 cm.

JlabopaTopHbie JaHHbIE:
OAK: Dpurpouutsl — 3,46%10'%/1, Hb — 106 r/a, , CO3D — 30 MM/4, ocTaibHOE 0€3 OTKIOHECHHUH.
OAM: 0enok 1,0 /11, octanbHOE 0€3 OTKJIIOHESHHH.

bX kpoBu: nuHamuka TponoHuHOB: 04.09 26 ur/n; 05.04 80,4 ur/a - 110 ur/i - 123 ur/a; 12.09
115 nr/n - 113 vr/ia; 29.09 127 ur/n. NTproBNP >3700,0 nr/mua. OctaibHoe 0€3 OTKJIOHCHUH.



T~ IKI': CunycoBbii putMm. YCC 75 ynm B MuH.
L tmam Otknonenne DOC BieBo. Hu3kumM BOJBLTAXK
x J\-wm QRS. BepositHo, pyOmoBble H3MEHEHHS B
Loy MHOKAap/e nepeaHe-NeperopoaovHol CTeHKe

e JIK. [lanee 0e3 oTpUIaTeIbHON JUHAMUKH.
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IXO-KI' or 26.09.2025: CumMmerpuueckas
runieprpodusi/yroiamenue crenok JIK (3CT 1,4
cM, bokoBas crenka 1,3 cm.). Mmuokapay JI/K
HEOJHOPOAHOM 3IXOIN€HHOCTH, ''MOBBIIIEHHOU
3epHucTocTn'"). Jlnmaramus MIPEACEPANI.
Huactonuueckas  mguchynkumss JDK 3 cr
[Ipy3Haky CHUCTOJIUYECKOW U JUACTOJIMYECKON
macpynkiun  muokapaa  IDK. MK, TK
peryprutauusa 1-2 cT. YMepeHHas JErovyHas
TUTIEPTCH3USA (CIUTA 42 MM PT.CT.).
He3HauyuTe/IbHOE KOJHYECTBO SKHJAKOCTH B
MOJIOCTH NEPUKAPAA. YIUIOTHEHHE BOCXOJSIIETO
OTZIEJa A0PTHI.

DB 60 % (mo Cumicony).
Huacrona JDK nmo gonmnepy: E/A 4,6.

Huacrtona [1DK o nonmepy: E/A 2,2.

PecTpuKTUBHAS KAPAUOMUOIIATUS

Koponaporpadus  (10.09.2025): IlpaBeii  Tun
KOPOHapHOTO  KpoBOCHaOxkeHHs  cepAna. Bce
SIMKapAUalIbHBIE apTEPUU C POBHBIMH UYETKUMH
KOHTypaMu, 0e3 MPHU3HAKOB MOPaKEHUSI.




MPT cepana ¢ KY (17.09.2025): MP
KAPTHUHA CYOIHAOKAPAMATIBLHOIO
HAKOILIeHMs] mapamarHeruka JIJK B
OTCPOYCHHYIO (pa3y, UTO COOTBETCTBYET
OOJIC3HM  HAKOIUICHHUS,  BEpOATHEE,
aMUJIOUIO3 ceparia. Breimot B
IJIEBPAJIbHBIX MOJOCTIX. CHukenne OB
JDK. T'uneprpodust Muokapaa.




PKT OBII u 3a0prommHHoro mpocrpancrea ¢ KY (18.09.2025): kaptuHa MOXKET
COOTBETCTBOBATh aMUJIOW 103y NedeHHU. [Ipru3Haku nopTaabHOM TUIIEPTEH3UU. ACITHT.



* TMK ¢ ®I'bY "HMMUMI kapauosoruu uMm. akagemuka E.A. Yazosa"
(19.09.2025 r.): Y nanMeHTa BBIABIAITCH NPU3HAKH CHCTEMHOIO
AMIJIOMJA03a C KpallHE BBICOKMM  IIOJIO3PEHHEM Ha  HAJIUYHE
MJ1a3MOKJIETOYHOM JUCKpa3uu. PEKOMEHJ0BaHO KaK MOXKHO OBICTpee
npoBeCTH HCKIoueHne AL-amuionmo3a: UMMyHO(MUKCAIMS  MOYH,
CBIBOPOTKH KPOBH, OIIPEICICHNE KOHIICHTPAIIUM CBOOOIHBIX JIETKUX LICTICH
B CBIBOPOTKE KPOBH C ITOCJIECAYIONIEH KOHCYIbTAIMEN TEMaTOJIOTA.

*TMK ¢ ®I'bY "HMMUMIL remarojgoruun'’ MunsapaBa Poccuu
(22.09.2025): Ha oOCHOBaHMM TIPEACTABICHHBIX JAHHBIX Yy MAIlUEHTA
UMEITCH KJIUHUKO-J1200paTOpPHbIE IPU3HAKH CHCTEMHOI'0
aMuJIona03a  (runeprpoduyueckas KapAUOMMOIIATHS C  MATTEPHOM
HakorieHuss P®OII B orcpodeHHyr0 a3y, MOBBIIMICHUE COJCPKAHUS
KapAHUOMApPKEPOB, HAJIW4YME MNPOTCUHYPHH, OTEYHOIO0  CHHAPOMA).
YuureiBas yAOBIECTBOPUTEIBHOE COCTOSHME ITAlIMEHTAa, PEKOMEHI0BaHa
O4YHAsI KOHCYJIbTALIHS.



OAuarHos

*OCHOBHOM: AMuiionaHas KapJAHOMHONATHS BCJICJICTBUE
BO3MOKHOTO IIEPBHYHOIO CHUCTEMHOTO AL-amuiongo3a. AMHIOWAO03
[ICUYECHM.

“*0OcnoxHeHua: XCHcDB I craguu (11b), PKII. HegocTtatounocTsb
MK (per. 1-2 ct), TK (per.1-2 ct.). /JInacTonuueckass IUCHYHKIIHUSI
JOK'3 crenenn. IIpu3Hakm CHCTOJIMYECKOM H JHACTOJIMYECCKOM
mucyHkiuu muokapga IDK. JIBycTOpoHHHM THApPOTOpaKC. ACIHUT.
Jlerounas runeprensus (CIJIA 45 MM pT. cT.).

“*ConyrcrByrommn: lunepronnueckas 6one3nn 11 ct. Ilenesoi
ypoBeHb AJl nocturnyt. Puck 4. I'uneprpodus JDK. Jlucnunuaemus.



[TanpmeHnt Owu1 HampaBieH B HMUI] remaronoruu ¢ IoOCIemyrOIICi
rocimranu3anuern B OTIENCHHWE TeMaroJIoTUM W XHMHOTEPANNU
IJIA3MOKJIETOYHBIX JUCKPA3UH.

IloaTBepkaeHUE qUarHo3a:

° NMPU FTMCTOJIOrMYEeCcKOM MccriegoBaHMM CIU3HUCTOU NECEH U
HpHMOﬁ KHUIIIKHX BbBIABJIICH dMHWIIOU/L,

* nocine nNyHKUMMN KOCTHOro mMo3ra - MUCKITIOUYEeHa
MHO>XXeCTBeHHaa MmmerryriomMma,



NMMyHOXHMHYECKOE UCCIeA0BAHNE CHIBOPOTKU KPOBH M Mouu: MoHok/IOHaNbHasA cekpenuss GA (16,0
r/n) u 6eaxka benc J:xxonca A (3xckpenusi ¢ Mmouoi - 0,34 r/cyrku). YpoBeHb UMMYHOIIIOOYTWHOB A 1 M B
npeaesiax HOPMaJbHBIX 3HA4€HUW. B CHIBOPOTKE MOBBIIMICHO COAEPKAHUE A - CBOOOIHBIX JIETKUX IIEIEH
UMMYHOIJIOOYJIMHOB ¢ qucOanancoM cootHomenus k / A —CJIL,

JlabopatopHbie nokazarenu (HMUL, FremaTtonorum)

Ioka3arejb 3HaveHue PedepencHbie 3HaYeHU S
OO01mmii 6es10x 76 r/n 65-85 r/n
IgG 21,31 r/a 7,00-16,00 r/n
M-nporeun (IgGA) 16,0 r/a OtcyTcTBYyeT / HE

onpeaensiercs / 0
CBo0oaHBIE A-TIENTH 771 mr/a 5,70-26,30 mr/n
CBo0oaHbIE K-1IENTH 14,10 mr/n 3,30-19,40 mr/n
K/A 0,02 0,26-1,65
benc /[5koHca A 0,34 r/cyT <0,14 r/cyt
(Moua)
Cyrounas 1,20 r/cyT <0,14 r/cyT

NMPOTEUHYPHUS



EBponeuckaa moancpukauma Mayo 2012 gpna AL-amunonpo3sa

Kon-so MeauaHa
Ctapusa Kputepun MONIOXNTENbHbIX A
haKTOpoE BbIXKNBaeMOCTHU
Bce Tpu pakTopa HMXKe Noporos:
* TPONOHUHLI < 0,025 pur/n (0,025 ~94 mec
I Hr/Mn) 0 (~7.8 ropa)
« NT-proBNP < 1800 nr/mn 0 TOA
* dFLC < 180 mr/n
~40 mec
| OauH dakTop BbiLe nopora 1 (~3,3 ropa)
lla [1Ba dbakTopa BbliLLE nopora, 5 ~25-30 mec
NT-proBNP < 8500 (~2-2,5 roga)
[Ba nnun Tpu dpakTopa BbliLLe Nopora, _
b NT-proBNP = 8500 3 0 mec
NaumeHT cTnT = 0,1 Hr/mMmn NT-proBNP = 3700 3 ~ 25-30 mec
- nr/mn dFLC = 757 mr/n (~2-2,5 roga)

Outcomes of Modified Mayo Stage Illa and IlIb Cardiac Light-Chain Amyloidosis. Cancers. 2024;16(8):1592. DOI: 10.3390/cancers16081592




CoBpemeHHasa cTparerma repanum AL-amumnompo3sa

He.]]l) Tepanumm — OO0CTHXKCHHUC OPraHHOIoO M I1eMaroJOrudcCkKoro OTBCTOB, B
OCHOBC KOTOPBLIX JICKHUT MAKCHUMAJIbBHO BO3MOXHAA PCAYKIHNS OIIYXOJCBOI'O KIIOHA
IJ1Ia3MaTUdYCCKUX KIJICTOK.

1.1 "3onotom craHpapt” nepeomn nuHum (Dara-VCd)
Haparymyma0d (aHtu-CD38  MOHOKIOHaIbHOE aHTUTEI0) +  bopresomud +

[Tuxmodochamua + JlekcameTaszoH. A 7 mpues ave:

OR: 5.68 OR: 2.70 OR: 4.83 OR: 14.14
80 4 (95% CI: 3.58 t0 9.00)  (95% Cl: 1.12t0 6.49)  (95% Cl: 2.39 to 9.74)  (95% CI: 5.67 to 35.25)

Y 56,9%

NnauueHToB
o & 40
JOCTUTHYT ITOJIHBIU
reMaToJI0Trn4eCKUU 20-
OTBCT
Onm 111/195  36/193 27/47 12/43 43/76  17/80 44/72 7/70
All patients | | mA

Cardiac stage

1.Kastritis E, et al. Daratumumab-based treatment for immunoglobulin light-chain amyloidosis. N Engl ] Med. 2021;385(1):46-58.
2.Comenzo R.L., et al. Daratumumab Plus CyBorD for Patients With Newly Diagnosed AL Amyloidosis: Safety and Efficacy by Mayo Stage. Blood. 2022; 140(Supplement 1): 165-167. doi:
10.1182/blood-2022-159670.
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- OpraHHbIN OoTBET

- C 100 -
109 mpvcd mved WD-VCd OVCd
OR: 2.44 OR: 2.46 OR: 2.65 OR: 3.34 OR: 5.56 OR: 2.24 OR: 3.41
80 4 (95% CI: 1.35 to 4.42) (95% CI: 1.12t0 5.42)  (95% CI: 1.13 to 6.23) 80 { (95% Cl: 1.88t05.94)  (95% Cl: 1.98 to 15.56)  (95% Cl: 0.96 to 5.23)  (95% Cl: 1.07 to 10.88)
66.7
= . e 56.8
g © 3 53.8
. 50.9 -
5 5
® 41.5 =
% 40- & 404 37.0 37.8
33.3
29.6 a5 -
22.2
20 15.9 20 15.2
0 0
nIN  49/118  26/117 28/55  16/54 21/63  10/63 niIN  63/117 31113 24/36  9/34 25/44  17/46 14/37  5/33
All patients n A All patients 1 I mA
Cardiac stage Cardiac stage

I'paduk (B): KapauansHbiii oTBET Ipadn (C): [oveunsrii oTseT

Yy 41 ,5%) naLmmeHToOB Y 53,8% nauveHTOB
yay4dlIeHue QyHKIUHU cepana

. ylydlieHue (QyHKIUH MOYEK
(KapinaJbHBINA OTBET)

(MOYEUHBIN OTBET)

1.Kastritis E, et al. Daratumumab-based treatment for immunoglobulin light-chain amyloidosis. N Engl ] Med. 2021;385(1):46-58.

2.Comenzo R.L., et al. Daratumumab Plus CyBorD for Patients With Newly Diagnosed AL Amyloidosis: Safety and Efficacy by Mayo Stage. Blood. 2022; 140(Supplement 1): 165-167. doi:
1N 1199 /KLland O2NDD 1CQL7T70N



CoBpemeHHasa cTparerma repanum AL-ammnoumpo3sa

1.2 AnbTepHaTUBHbIE CXEeMbl
“*VCd - Gopresomud, uukiodochaMmi, neKcaMeTa3’oH - HHUIMHPOBAHA Y
MALMEHTA;
“Rd - JICHAJIUJIOMU], ICKCAaMETa30H;
“*VMDex - o0opTe3oMu0, Meindanal, JeKCaMETa30H;

IIpu oTcyTCcTBUN MOpaKEHHsI CepJIla B KaIeCTBE aJIbTEPHATUBHOM OMIIMH, a TaKXXe IPH
HAJIMYMH POTUBOTIOKA3aHNH K NPUMEHCHHIO OopTte3omuoa:
"RCd IeHaIugoMu + HuKiIodochaMuy + JeKcaMeTa30H;
““RMd - neHanumoMuz + Mendaiad + JeKcaMeTa3oH

1.3 Bbicokopo3Haa xumuortepanua ¢ aytoTl CK:

[TpMeHAeTCA TONIbKO Y «COXPaHHbIX» NaLeHTOB (be3 TAXenoro rnopaxeHus
cepaua) 1]

1. Sanchorawala V, et al. Guidelines for high-dose chemotherapy and stem-cell transplantation in AL amyloidosis. Blood, 2022.
2. Wechalekar AD, et al. Guidelines for non-transplant chemotherapy for treatment of systemic AL amyloidosis: EHA-ISA working group. Amyloid 2023



A. All patients (N = 2337)
100% .
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Staron A, Zheng L, Doros G, Connors LH, Mendelson LM, Joshi T, Sanchorawala V. Marked progress in AL amyloidosis survival: a 40-year longitudinal natural history study. Blood Cancer



ConyrcrByouian tepanus
Tepanua cepaevyHO HEQOCTaATOYHOCTM I

¢ JluypeTuueckas Teparus: neTrnesbie ANYPeTUKH.
OCHOBA JICYEHHUS OTEYHOTO CHUHJPOMA, KOTOPbIN OCIOKHAET TeueHne AKMII.

¢ AHTaroHHMCTHl MUHEPAJIKOPTUKOUIHEIX perentopoB (AMKP): cnupoHonakToH.
AnTuduopornueckoe aercteue. Kanuiicoeperarommil 3QpQeKT.

YMEHBIICHUIO KOJMYECTBA CMEPTH OT CEPACYHO-COCYAUCTHIX 3a00JICBaHUM,
rocnutanu3anuu 1mo nosoay CH nmm BCC no cpaBHeHHIO ¢ miane00 B JaHHOW IpyMIie
MAIEHTOB [2].

“* UHrmburopbl HAaTPUN-IrNIOKO3HOro KorpaHcnoprtepa 2 (MHIKT2).

*Bbera-appeHo6nokaropsil (BAB).

“*Brnokaropbl peHUMH-AaHFIMOTEH3MHOBOM CUCTEMbI - C OCTOPOXXHOCTbLIO, BBMAY
YacToro HanIM4uMAa rMNOTeH3uM.

1. Knpos W.B., HacoHoBa C.H., Mouceesa O.M., PextnHa W.T., CynoHeBa H.A., AHwenec A.A., bapbapaw O.J1., Tanasuy A.C., Aynnakos [.B., 3atenwmkos A.A., Cangosa M.A., YarikoBckas O.4.,
Wapwsa M.A., TepeweHko C.H. AMnnongo3 cepua: KoHceHcyc EBpasuniickor accouymaummn kapanonoros (EAK). EBpasuniicknii kapanonormnyeckue xxypHan. 2025;(4):6-39. https://doi.org/10.38109/2
225-1685-2025-4-6-39

2. Sperry BW, Hanna M, Shah SJ, Jaber WA, Spertus JA. Spironolactone in Patients With an Echocardiographic HFpEF Phenotype Suggestive of Cardiac Amyloidosis: Results From TOPCAT. JACC Heart Fail. 2021



https://doi.org/10.38109/2225-1685-2025-4-6-39
https://doi.org/10.38109/2225-1685-2025-4-6-39

BbiBOAbI

“*AL-aMIJIon103 — peaKoe, OBICTPO IPOTrPECCHPYIONIEE CUCTEMHOE COCTOSHHE C
BbICOKMM PHCKOM IMIO3HEW JWATHOCTHUKHW; KaXKIbIM CIy4al OYEHb BAXEH I
HAKOIUJIEHUS KJIMHUYECKOI'O OIIbITA.

“*I[IpeamnonoxuTh aMUIOUIHYIO IIPUPOAY KAPAMOMHUOIATHH ITO3BOJINIIH:

€  Xapakrepueri OKI'-marrepH HHM3KOro BojdbTaka KominiekcoB QRS wu
"IICeBAOPYOIIOBBIX U3MEHEHUM'";

€ Dxokapauorpaduyeckre IpUu3HaAKd pECTPUKTUBHON KapIHOMHAONATHH;

€ MPT-kaptyHa CyOdHIOKApAMAIbHOIO HaKoIUIeHUs mnapaMarnetuka JDK B
OTCPOYECHHYIO (ha3zy;

€ JlaGoparopHsle TAHHEBIC (BBICOKHI NT-proBNP, TPOIIOHHH,
MMMYHOXHMHYECKOE UCCIIEIOBAHNE CHIBOPOTKH KPOBU U MOYH ).

“* IIporHo3 ompeaeiasicTcs CBOEBPEMECHHOCTRIO OOpallleHMs], CTaAucii 3a00IeBaHus U
OTBETOM Ha TepaIuio.
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