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Denomination Clinical syndrome Amyloidogenic protein

AL Monoclonal Immunoglobulins/light
gammopathy chains

AA Sustained, chronic Serum amyloid A protein
inflammation

AF Familial polyneuropathy, Mutant transthyretin,
familial cardiomyopathy, A -apolipoprotein, gelsolin,
familial nephropathy fibrinogen, lysozyme, etc

ATTRwt Senile restrictive Wild-type transthyretin

cardiomyopathy

AH Dialysis-related B,-microglobulin

Abbreviations: AL, amyloid light-chain; AA, amyloid A; AF, familial amyloidosis;
ATTRwt, transthyretin-related amyloidosis, wild-type; AH, amyloid A hereditary.

Real de Asua et al. (2014). Systemic AA amyloidosis: Epidemiology, diagnosis and management.
Clinical epidemiology. 6. 369-77.



AL- amnnonpo3s
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e CUCTEMHbI amMnunongos Bb|3b|BaeTq§SHeKneT0t@b|M

OTITIOKEHUEM LINPKYITMPYIOLLINX BI/I,EI, NIMONAHbIX
bunbpunn, 4to I'IpI/IBO,EI,I/IT |< yH €HHO BaXKHbIX

OpraHos. >
Q
* Hanboree pacn POCT, eH Cmoaé’ amMunonaos,
aMmurnonagos n iﬂXAL) CFI NEerkMMmmn Lensimu,
npoayuupye KJ'IOH eCKI/IX KINETOK.
. 3cbcbeKT|/|Bgde neyeH ﬁan NEHHOE Ha MOHOKMOHAIbHY!0

cCekpeLmio, 1 6b|Cqu& eHue Nnerkux Lenen ammnonna
MPMBENO K 3aMeTHOMY YBRNMUEeHMIo 06LLEet BbKMBAEMOCTH y
NauneHToB, 4To caenano AL-amunonaos Hambonee ycnewHou

rlini G AL améimdos:s from molecular mechanisms to targeted therapies.
MOZLETIbIO N3 BCEX aMiAfion A ology Am Soc Hematol Educ Program. 2017:2017(1):1-12.



OTNONOIrns

Light Chains are Produced by Light Chains Bind & Form
Plasma Cells in the Bone Marrow Amyloid Fibrils

Plasma

Kidneys =M

3 QQ

Liver Digestive tract

https://my.clevelandclinic.org/



IOnNnMaemMmonorns

Nl
« PacnpocTtpaHeHHOCTb AL ammnnonao oBeJ'll/Nl/lnacé% 2007 no 2015
rog ¢ 15.5 no 40.5 cny4yaeB Ha MU

« 3aboneBaemocTb 0T 9.7 A0 %ﬁ@%y\j@t}a H%QS J'II/IOH 4enoBeKOo-NeT.

- Borniee 12 000 B3pOCHbIX r@ﬁneH&q& C@A eﬁ"b
e @gw& -

« Cpean npewu CTBEH op|v| amMmunonaosa Hanooree
pacnpocTp HbIMU Ha I&M Poccun asnstotes AL-, AA-,
ATTR- n AR2M(ananwu ongos.

e KnnHuka nm E.M. g §@995 -2017) 359 nauneHToOB C CUCTEMHbIMU
dopmMamm amuno KOTOpPbIX AL >140 nauUMeHTOB.

Pamvees B. B.

CucmemHbIlt amuioudo3 Ha CO8PEMEHHOM amarie: Posib MopaxxeHus MOYEK 8 rpoepeccuposaHuUU 3aboniegaHus, nymu
onmumu3ayuu duazHOCMUKU U yry4ueHuUs rnpoeHo3a. (2019)
https://www.sechenov.ru/upload/medialibrary/263/Dissertatsiya-Rameev.pdf



[1Tna3MOKNETOYHbIE ONCKPA3NK

N aMAJ1ION A
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* [lepBnYHbLIN / ACCOLMNPOBAHHLIN C M (§’<eCTBeHHOV ernomMon Unn c c
OpYyron nrnas3mMakieTo4vyHoM AUCKP wpor NMMHEMUSA
BanbaeHcTpema) Q Q ©

* MI" HesicHoro 3Ha4veHus ( MLMQ'}MOH HanbHOMo
MMMYHOI00ynNnHa B K 'Qe S% HeDOOoNbLLOW
Bl/l yr B MHO>XECTBEHHOM

BENMNYUHBI, r|p|/| oT
MUWENOMbI

«C BHenpeHMQM MeToaa KO@@‘ &HOFO ornpeneneHnst CBOGOaHbIX
JILIN Freelite B u,orlonH@ YHOJoMKCaLmMmM ObISio AoKa3aHo, YTo Y
BceX OonbHbIX AL- %{}%QOMQQ&JM nmeetca Ml
(nMmdoonnasmakneToyHble Anckpasun), bornee Toro, Aons
ONTUrocekpeTopHON MGUS 6e3 Mmnernombl COCTaBNAET 95% BCEX CIy4aeB
raMmmMmanaTum



KnuHn4yeckne npusHaku, gnarHocTuka

o
 Bo3pacT >50 net S\‘D&O O

- CnabocTb, NnoTteps Beca Y \“ g\é’ﬁ‘

* HedppoTnyeckmu CI/IH,EI,pO%;Wge HEAOCTATOYHOCTH
« 3acTomnHas ( Lu/maTa c@éﬁ‘m

e CEHCOMOTOpPH a\ﬁ‘&? l% QmH ﬁgpmcbepmquKaﬂ
HeBponaTu \bg

reﬂaTOMngﬁMﬂ g

. & &
Makpornoccus ‘\Q $§\

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



Hedponatus

\ 4
*[loyTn 50% NaUMEeHToOB HA MOMEHT &%Hosnem@hzmamma
MMEIOT NPENMYLLECTBEHHO NOP rnou |pa>|<a+0|.uee0ﬂ B
OCHOBHOM B NMaTonornu |<ny w %@@TM%CKMM
CUHOPOMOM.

* YXyOLLEHNE IKCKPET, ﬁo HK e‘-laCTO NPUCYTCTBYET,
L $° i&

OHaKo NposiB PYIOLLIEN MOYEYHOM
HeJocTaTou ﬁm BCTp

-I'IaCT03Hoc¢|é roneHeMecﬁa6 b nepudepundeckme oTeku,
ABNEHNS nneBpan nKapamarnbHbIX BbINOTOB.

. OpTOCTaqueCK&ﬂ'MHo H3US Takke B CrieacTBUe NieYeHuns
HedpOTMYECKOro CUHAPOMA AUYypPETUKaMM.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



Kapgnommonartus

o
« OKONo 25% naynMeHToB MMEIT NpenmylLle U%HHOG nopaxkxeHne cepaua Ha
MOMEHT YCTaHOBNEHNA guarHo3a, 4to e ﬂBnﬂeTCég) KTOpPOM XyaLlero

nporHoasa. P

 [laTOonorn4yeckune M3M€H€HMH@ [ “h’mq%
Komnnekca QRS, MOXeT yKa$ Tb HA'Pa3s 3
HEI0CTaTO4YHOCTM. ) QQ’ ‘So

« Kapanomuonartus %‘rpm Ha ﬁVT n[& ﬁeM CTEHOK cepaua, HO
~pe éﬂ
NA

é’)
CHMXEHHbIN BOSbTaxXX
HOW cepaeYHou

MOXET MMETb J1bHbI ye eHTreHorpamMmme.

* IndppepeHnanbHbIN nmar&b‘}mo&g)ékmoqam naTtonornu nepukapaa u
TamnoHaay cepaua. >4 e}

» CUMMTOMbI B OCHORHOM np@&TopOHHel‘/’l CH (noBbllLeHNe OaBNeHns B
SIPEMHbIX BEHaX, Nepudepnyeckmne oTekmn, renaTtomeranmsi), aputMmmu,
CUMNTOMbI aCCOUMNPOBaHHbIE C HU3KMM BbIDPOCOM (OpTOCTaTU4ecKas
FI/II'IOTeH3|/|F|) Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL

amyloidosis.



[lepupepunyeckasa n BeretatrBHas

HeBponaTus
$\3
&0

10 15% NauMeHToB NMEIOT CMM@@M epm?ebmqecmmm
HeBponaTuu, B OCHOBHOM I ecTe3namu,
OHEMeHUeM, pexe 60onb na@bﬂ:ro

e CuHOpOM Kapnanb%ﬁékal@la 9 4acTo U MOXeT
onepexarb Apyruge-

MR Mb@m% onee
a

»BeretatusHah eBponaT NbHas MMNOTEH3US,
9pEKTUNb ,u,vlccbyH &gg P Beca, HapyLleHna co

CTOPOHbI XKT. Q Q
S o

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



[TopaxxeHne XXKT n neyveHn

NpakTU4eckn NaTOrHOMOHMYHOW AT nnounaos N MOXET
BbI3biBaTb OOCTPYKLINIO ,El,blxaTeJ'IQﬂb OHEeHWNs Npu npmeme

NULLM U anHO3 BO CHE. Q g\* O
* [pnaHakn amunownaa xen QHO- % (Fa BKMOYAIOT paHHee
%ﬁ nbabcopbuutio,
ro ey anbHoOe KpoBOTEYEHUE.

HacblLWeHne, gnapeto,

« OnpepernexHHbie Hee HacblLleHne n pe3kas

ﬁgla_PeFl nocn ema r| a>|<a+0T HapyLleHne MOTOPUKHU
on%ixm

.
* Makpornoccusa BcTpevaeTcsa npume wﬁ}\o% nalélg&ﬁvos N ABNAETCSH

notepto Beca, nepdo

N3-34a aTUBHOU
 [enaTomeranus I'IpI/IC yeT MEPHO Yy HeTBEPTU NAUMNEHTOB MNP
NMNOCTaHOBKE ANarHo I/IL-II/II/I cepaeyHHon HeaOoCTaTO4HHOCTN,
BbI3BaHHOW aMUI OI/I ,EI,I/IOMI/IOI'IaTI/IeI/I KINMNHN4YECKN HEBO3MOXHO

OTITINYNTDb VIHCbI/IJ'I aunto aMmuriongom rnevyeHm ot BEHO3HOIO 3aCTOA.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



Cucrtema KpoBM

» KpoBOTEYEHME - HacToe NposBrieHne
Ha onpedeneHHoOM atane Te4yeHud
nauneHToB, a aHOMarnbHbIe NMokKa 4 CerT%k OCTU KPOBWU
HabngarTca NpUMEpPHO Yy Nno : Q

, H

H§‘{»

e OTOT MexaHn3M aBnaeTcs ro%@k op f%. KET BKIoYaTh
bT%@ IX OTJTOXKEHUU
Ta

XPYMNKOCTb COCYAOB B P 7
amunonga n/unm nort bIX J0aKTOpPOB
d& OXXEeHMaMN amunounaa,
eKTy BapdrapuHa.

CBEPTbIBAHUS KPO
eyeHns aBndeTcsa Nypnypa,

H
B NH B
: @ 3b e
06bIYHO B cen @ , 4TENIPY T?‘b
* Hanbonee éblM npo;lsr@ﬂe BOT
HO TaKXXe XOPOLLO ONuc onaekble And )XU3HN KpOBOTEYEHUS,
KOTOPOE MOXET MOC/ ar brorncmen nevyeHn Unn rovexk.
* OcobeHHO xapak a neprnopbutanbHas nypnypa («rnasa eHota»).
Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL

amyloidosis.

nounago3sa. nponcxoouT
3HM MPUM Yy OOHOWN TPEeTH




Llpyrmue cncrtemsl

* YTOMNLWEHNE KOXN U MATKUX TKaHEN &0 QQ

» CepoHeraTvBHas aprOI'IaTI/Iﬂ a3

° I'Iopa>|<eH|/|e KOCTEWN Ha CLUUHTY yeT npUMepHo y 30%
naLueHToB (HO, B OTNNYME | TFIX nuTU4Yeckme
nopakeHns Unmn naTornor |<|/| bl B ‘-Ia}OTCFI He4yacTo).
HeT xapakTepHbIxX peH Or @leHMM

° I/IHcpmanpau,Mﬂ r FI o>|< 13bIBaTh XPUMNIbIA ronoc,
XOT4 Yalle Bce 3 I/I3OBaHHOFO a He
CUCTEMHOIO omnosa A 0

« HagnoyeuyHnKoB nnm u- bT FI LLI,VITOBI/ILI,HOI/I Xenesbl Horaa
NPUBOAMT K rmnoanpe@ r|/|r|0T|/|peo3y

* MoXeT ObITb nopi@ N opraH, KpomMme mMo3ra

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



[lnarHocTuka, rmcTonoruns

opraHa v okpalLuMBaHUSA KpacuTern |<pa

. AMVIJ'IOI/I,EI,HbIe OTIOXEHUH B \Qﬁé@g %HMHHOG 3erieHoe

OBONHOE nyqenpenomneHl@ "%@50'
Nonsipu3oBaHHOM CBGT%

v
* B KayecTBe anbste %ﬁaQH oxeﬂ‘ﬂm: NOATBEPXKAEH B
nogo3peBaemMb (%‘—Ia bHOCTbIO 50—-80% nyTem
OKpalumBaH KO)KH % bHOIO XXupa, Norffy4eHHoro C
NOMOLLIbIO eaypbl a %a HU3KMM PUCKOM, UInn broncum

CITFOHHOW Xerne3bl, KO eT € NMEIOT HU3KNU PUCK.
OTHOCUTESNBHO HM3§| UTEJIbHOCTDb.

* Cpesbl TpenaHo6$1\) CUM KOCTHOro Mo3ra A0MmKHbl ObITb OKpaLLEHbI
KOHro KpacHbIM Ha Hanu4ne ammnounga.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.

« AMunouna oobIYHO nmarHocmpyeTé:;\?ﬁeM 6V|on0|/|@$opa>|<eHHoro




|El,l/larHOCTI/I Ka, NMMYHOI'MCTOXNMUA

.

* IMMYHOTCTOXMMWUYECKOE TUMNPO e alvwmo a ABNsAeTcS
CINOXXHOW 3aJa4emn 1 eLle He CT pTM3|/|po

« locTynHblI aHTUTENA I'IpOTI/IB J'Ib C 3BeCTHbIX bernkos
aMunonaHbix ondpunn, |e @8yﬂbTaTbI
Nnony4eHbl y < 60 npo J'IOI/ILI,OM AL n3-3a

aHTUCLIBOP K ne nna nnu namoga, MoryT
TepATLCA BO Bpems 06 cb|/|6p|/|nn N donkKcaumm TKaHeW.

* HanpoTtuB, MMYH Qg‘ro FI MOXXET HaJEeXHO NoATBEepAUTb
nnu MCKnrquTb@& nougos Tmnos AA n TTR.

HanM4ma OHOBO rno6ynMHa 1 MOTOMY,
4YTO 3NUTOMbI ng & CMO3HatoTCS

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



[lInarHocTtunka, aHann3 [OHK
g\\)

* B ocCHOBHOM m1cnonb3yeTtcs ans otnnyns a Mnosa AL OTéeeneACTBeHHblx
doopm amunongosa.

* AYyTOCOMHO-OOMUHAHTHbIW Hacnenc bII/I C&T ammnomuo3
BbI3bIBAETCA MyTaLUAMMN B reHax TT l/IHOI'eHa (FGA), nusoumnma
LYZ), anonunonpoTtenHa Al A o) np ‘PAPOA?2), renbconuHa
GSN) umuctatmHa C (CST3) o

» CeMelHbI aHaMHe3 a >|<eT Tb N3-3a HENnosIHOW
NEeHEeTPaHTHOCTW.

HEOTJIINYNMBI BbIX MPN a HacnenctBeHHbIM ATTR U

* KnuHn4yeckue np a Hac CTB o@vreMHoro aMmurnongosa MoryT ObiTb
e AL
amMmnonaos afL domnbpuHor, A. @

* HacnegcTBeHHbIV aMun ATT OABMSIETCS NonnHenponaruen n / nnu
aMmunongHou Kapanom ne NauneHTOoB C 3TUM PEHOTUMNOM JOIKEH
ObITb HU3KWUI MO Orm eKB?%OBaHMﬂ reHa TTR. HacneaocTtBeHHbIW a-UenHOoW
amMmunonaos pmbpu a A creflyet paccmaTtpuBaTtb Yy Nl0OOro nauneHTta c

UCKINKYNTESTIbHO NMOYEeYHbIM NMPoAaABIIEHNEM N XapaKTEeEPHbIM BUOOM MNMPU bnoncmu
NMnoYvyekKk C O6LIJl/IprIM NnopaxeHnem KJ'Iy6OLIKOB B OTCyTCTBMUE 3HAYUTEIIBbHOIO
BHEMoMepynapHoOro amumsiionga.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



[lnarHocTnka, CEKBEHNPOBaHME U
MacC-CMeKTPOMETPUSA

\ 4
03\ J
« AMUnongHble b punIibl MOXHO BbI,EI,eJ'I n3 obpas OMCUM TKaHN U
oXapakTepu3oBaTb C MOMOLLbIO aMu CJ'IOTHOI'O C HUPOBaHUS.

« 3TO €QUHCTBEHHbIN O,EI,HO3HaHHO bI p,eneHm'-l TMNa
aMnnongHbix onbpunn, no aTb IEeHbI,
CBSI3aHHbIE C HaCJ'Ie,EI,CTBe

Vl.U.
« Macc-cnekTpomeTpu GTE Q—IaT TVICbVILI,VIpOBaTb 6enku

aMmmnnongHbix omb n3 np pMannHoM obpasLoB
Broncum TkaHu epHast Mu |/|c s'-| C Macc-CrneKTpoMeTpuen

BMeCTe o3 TOYHO I/IJJ, aTb TUN amunonaa B
BorbLUMHCTBE CIy4aeB.

» TexHonorus MHOFOMG@I CbI/IKaLI,I/II/I benkos (oOBymepHasd
Xpomartorpadus B TaH TaHOEMHOWN MacC-CrekTPOMETPUEN) TaKXKe
MOXET I'IO3BOJ'II/ITb pOBaHme amMurongHoix mndpunn ns npob X1UpoBoro

acnupara.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



SAP cumHTUrpadus

\ 4
o>
« AMunongHbsle bnbpunnsl o6beanH 9 B vivo C @ﬁvlaanblM
6enkom nnasmbl SAP, 1 3TO SIBMEH §GTCFI 0 o ans
MCMNOJIb30BaHUA CLI,I/IHTI/IFpaCbI/I %qa 3au,|/||/| N MOHUTOPWHT
OTJTIOXKEHUI amunonga.

* MeyeHbIn panmoaKTMBH%ﬁ’m%@*}om sAﬁ’ : o n0|<an|/|3yeTcs=| B

amMmurionge oTrioxe Il? N4ecTBy
NPUCYTCTBYIOLLE nn

« 3TO NO3BON OBOAUTb ?H%% N KONTMYECTBEHHYIO OLIEHKY
OTIIOXEHMU BCEMY Te

* OTO NOSIE3HO B ouw@m |/| pacnpeneneHna nopaxeHusd
OpraHoB C NMoOMO O, a Takke Anga oueHK addeKToB

revyeHuns.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL

amyloidosis.
Rr | Ldoaonrmoatanl ON1ER-1RQI/D\-DONT7 D19



SAP cumHTUrpadus




[lnarHoctuka nmmgonsasmMoKIeToOHHOW ANCKpasnn

W’
03\
*OueHKa cBODOOOHbIX nerkl@‘@uenem %@&BODOTKG

KpOBWU ‘Q $ og&
*OnekTpodopes Ma@é’%ﬁa OernkoB
CbIBOPOTKA U Y %& g‘v\" A

-Acnmpalé@& CT% ns\m TpenaHoBuroncus

$
s&&e&‘&

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



LHndpdpepeHumnanbHas guarHocTmuka

.
BO3MOXHOCTb CrieayloLmX anbTepHaTUBHb arHoO30B cABQYET YYMTbIBaTL Y
BCEX NaLMEeHTOB C MOATBEPXAEHHbLIM OV el amuno M:

« CUCTEMHbI He-AL amnnonaos, BKI Qaﬂ CEHMITBHRIA SNCTEMHbIN
aMmnonaos (ammnongo3s ATTR ,EI,I/I H CTBeHHbII/I aMnnonaos u
amunonno3s AA.

| MayuneHTbl ¢ AA-amunouna BOCI'IaJ'II/ITeJ'IbHOFO

3a00MeBaHns, 1 aMUNonaoa; He cg aH eT COCYLLEeCTBOBATb C

MGUS.

. ﬂOKaﬂM3OBaH%GL amvuﬂ)vmo $\

BO3MO>I(HOCTb cnepgyoLy Te
paccmartpuBaTth Yy BCEX nogo3peHneM Ha aMmunonaos, y KotTopbix
OoKasaHa guckpasugd CKUX KITETOK:

 [lpyrne napanpotemnH- aCCOLI,I/II/IpOBaHHbIe 3aboneBaHuns, BKIOYas
nepudpepunyeckme HesponaTusa n 60nesHn ¢ OTNOXKEHNEM MOHOKITOHASbHbIX
MMMYHOINOBYIIMHOB

BHbIX ANAarHO30B cliefyeT

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL
amyloidosis.



CTagnpoBaHue 1 oueHKa PyHKLNN BOBNEYEHHbIX
opraHoB

49"

Table II. Updated non-invasive consensus diagnostic criteria for amyloid-related organ involvement (Gertz et al. 2005, Gertz & Merlini, 2010)*.

Organ involvement Criteria

Heart Mean left ventricular wall thickness on echocardiography >12 mm, no other cause found
NT-proBNP >39 pmol/l in the absence of renal failure or atrial fibrillation

Kidney Non-Bence-Jones proteinuria of >0-5 g/24 h

Liver Hepatomegaly with total liver span >15 cm in the absence of heart failure
Or

Alkaline phosphatase >1-5 times upper limit of normal

Nerve Peripheral neuropathy; symmetrical lower extremity sensorimotor ‘axonal’ peripheral neuropathy
Autonomic neuropathy; gastric emptying disorder, pseudo-obstruction, postural hypotension, erectile
dysfunction (males), voiding dysfunction unrelated to direct organ infiltration

Gastrointestinal tract Direct biopsy verification with symptoms
Lung Direct biopsy verification with symptoms
Or

Radiographic pattern of interstitial infiltration
Soft tissue Macroglossia, arthropathy, skin changes, myopathy by biopsy or pseudohypertrophy of muscle,
lymphadenopathy, carpal tunnel syndrome

NT-proBNP, N-terminal pro-brain natriuretic peptide.

Adapted from: Gertz et al. (2005). Copyright © 2005 Wiley-Liss, Inc., A Wiley Company, and Gertz & Merlini (2010), with permission from
Informa UK Ltd.

*Non-invasive diagnostic criteria of organ involvement are used only in patients in whom a diagnosis of systemic amyloidosis has been made by

tissue biopsy.

Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL amyloidosis. Br J Haematol. 2015;168(2]



CTagupoBaHue 1 oueHKa MYHKLNY BOBJIEYEHHbIX
OpraHoB

Cuncrtembl cTagupoBaHUA U NPOrHOCTHMECKNE MapKepbl B OCHOBHOM
cocpenoToYveHbl Ha cepaeyvHbix MapKepax nnnLbC. Hanbonee
LLIMPOKO UCMNOSb3yeMas Ha CergAHALLHM Oell cuctema
onpeneneHunst ctagmn AL amusionaosa ocloBaHaHa bomapkepax
NT-proBNP 1 TnT

(Dispenzieri et al. 2004,
Ctagus |: NT-proBNP 3@ pmolFiA 4l <0035 Ig/l.
‘Viedriana BBDKVMBAEMOCTIAC26.4 MEeCSLEB

Ctagus Il: WJTN NT-preBNP =39 pmol/| WJ1 TnT >0035 Ig/I.
‘MeanaHa BeKBaEMOCTIHY 10.5 MECSLIEB

Ctagus lll: NT-proBNP >39 pmol/l 1 TnT >0035 Ig/I.

—MEIWIHFTH—B-EIXWBH—GWMGCH Lla Gillmore JD, et al. Guidelines on the diagnosis and investigation of AL amyloido:

Br J Haematol. 2015;168(2):207-218.




JleyeHne

AV’
Antibodies Proteasome ] Alkylatin E
s IMiDs By 8 Steroids
(Plasma cells) Inhibitors Agents
Daratumumab Bortezomib Thalidomide | Oral Melphalan | Dexamethasone Venetoclax
(Darzalex) (Velcade) (Thalomid) (Alkeran) (Decadron) (Venclexta)
Isatuximab Carfilzomib Lenalidomide IV Melphalan i ediisone
(SAR650984) (Kyprolis) (Revlimid) (Transplant)
Elotuzumab Ixazomib Pomalidomide | Cyclophosphamide
(Empliciti) (Ninlaro) (Pomalyst) (Cytoxan)
Antibodies M aivils Bendamustine
(Fibrils) (Treanda)
NEODOOl Oprozomib
(birtdmimab) P
CAEL-101
(11-1F4)

https://www.grepmed.com/images/5115
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PeBpanb 2018

CnabocTb, anu3oabl
cHmxeHua Al po 80 n
50 MM pT.CT., cnabocTb
B HOrax, napacresuu,
HapyLLUEHNS CHa

NioHb 2018
52 Kb

[MpocTaTakTOMM

[MpoTenHypus

2,6 -3,41rp/cyT

Buoncua noyek

AnbBbymuH 35,4 rp/n
Obwmn 6enok 57,8 rp/n

CtepHanbHasd
NYHKLUNS

AmMunnonagos

MMMyHOXUMM4Yeckoe
nccrnegosaHune

1,2% nna3amatmn3aumm

Namoépa-CJlL 133 mr/n

bernok beHc-[)xoHca

He BbigBNEHO

IXO-KI

YMepeHHad CMMMEeTpUYHas
rmnepTpodmna Mmokapaa




Uronb ABryct CeHTAOpDL OKTAOpPL Hosa6pb Hdekabpb fAHBapb PeBpanb
2018 2018 2018 2018 2019 2018 2019 2019
DyHKUNS NoYeK Cr1Y 0,9rp L

1,2-3,3 0,98 1,1 ‘ 1,1 . 0,2 0,12
[MpoTtennypus, r/in 33 OAM 0,16r/n .
AnbOyMUH rp/n Omeyrocms cmon 4%

LLId, 458 o J
DyHKLS . Yhyuqw.  Ynyuw. Hopma §° Q’$ T
NeYeHn [T, 150 Q Ypcodanbk
Ypcodarnbk A\ Y P
en/n 4 QJ
DyHKUMA OXO-KT, NT-pro BNP X\
cepaLia ®B 65% 370.9 PubpuHore DQ
TMXIM 13 mMm ’ . H 9,85 r/n Q;}
T3C 12 mm i nr/mn i . QQJ

Opmocmamu. eunomeHsﬁa‘(Aﬂ do 85/?5) O :
HepBHaFI _ 4N\ ZAS * /¢“’ ((\ 9.\ ¢
cnucTtema [Napacmesuu : — — e J
VNIMMyHO- $ ) Namobga-CJiy \0 MoHOKnoHanbLHOW
CAMUAYCKAS é 133 -> 13,1 mr/n CEeKpeLm He BbISIBIEHO;

‘ , CooTHoweHue CJIL 0,64 yp. CJlLl, cooTH. — B HOpMe

peMuccus S\ N
HvarHos MepBUYHbIN AL-aMUNONa03 C NOPaXKeHNeM NoYeK, CepALIA, KT, MeYeHn, HEPBHOWM CUCTEMBI
IleyeHune

BopTtezomnd (Benkena) — AnkepaH — [lekcameTasoH

aflep>ka ctyna 7/
AHen, nocne -

1AL - QHananpwun




Punsnyeckoe obcnegosaHne HAMOMEHT
rocnuTanuaaumm (CDeBpanb@ 9)

* PocTt 174 cm, Bec 72 kr, HOpPMOCTEHUYECKOE T%Q’&nomewle ¢®$
» KoXXHble NOKPOBbI U CNN3NCTbIE brneaHble Qg’ $

e CHMNXEeH Typrop MArkux TKkaHeu $ Q @Q
* MacTo3HOCTL NKUUa 1 roneHen Q Cl’ Qgﬁ’

« PacwmpeHue nop,xom&w@ i %:ﬁ en@‘;&e}Q
K@

 Jlerkumn BbIBOPOT HU KT WHBEKUNA COCYA0B

e Cucrtema AblXa . IXaHNe BEe3Un RPWIMNOB HET
« C-C cuctema: AH 130/90 mm p@&c Qe 100/MuH

« )XXKT: »xmBoT npu nanena Vg\ 30one3HeHHbIN; NevyeHb BbICTyNaeT U3 noa
pebepHoun ayrun. [los OCTb Fijagkas, 6e3bone3HeHHas.

* [loykun: c-m lNacTtepHaukoro oTpuu,.
* HepBHaga cuctema: lNMNapacrtesum.



brnoxnmmnyeckmnn aHanums
a»

— NMAOUIA
[lokasaTtenb 07/02/19 06/03/19 17/04/19 11/12/29

Peabcopbums, % 98,52 (Qﬁﬁ 97,5 99.02
KOHL. MHOEKC 67,69 N\%M 93 Qﬁ 101.53

dunsTpaymsa, Mn/MuH 98 @% ﬂg&z }&33,34 84.61

KpeaTUHUH MO4YKN, MKMOb/ I 2 2 a ﬁ 4 8752.25
CyTOYHbIV ANypes, MN a@ }OO g 3000 1200

KnupeHc Mo4eBOU K-Thl, Mﬂ/MM@ &7 89 8.37

©
MoueBas kucnora B Kpo onb/n ? 321 328
A

KpeaTHWH KpoBMy, MI‘AQ b/n h@é & 85,4 75,9 86.2
@é

MuH. onypes 1,74 2,08 0.83
OKCKpeLnst MOYEBOW K-Thl, M?\@?)/T @4,34 3.95

Jkckpeums KpeaTUHUHA, MMONb/CYT 11,82




Obwum aHanmn3 Mmouu

A

[NokasaTtenb 08/03/19 12/03/19 11/07/19 12/12/19
LiBeT -- -- g@y - I
Ph 6 &N qié%aéiﬁ
MnoTHOCT 1010 1020 qeg” 1015\> A 020
JlenkouuTbl 0-1 0-1(. é -1 , @ 0-
QpUTPOUUTLI 0-1 \ 2 Q Ol&‘l’ Q!
benok, r/n 0,08 —ﬁ e,u,b{& Gﬁbl
[MoKo3a, 15 $ & }Se e
MMOJSb/ 1 & ' @ _ &’
AnTTenuii F@ u ﬂnocw &)'y
NoNMVopHbIN nome%pcbm:@

- HEMHOrO eMH
Conu OKcanaTuQQ Okc bl - Okcanartbil -

HEeMHOro HEMHOrOo HEeMHOro
Cnusb HEeMHOro HEeMHOro

bBaktepuu

HesH. Kon-Bo

CyTo4yHasga

npoTenHypusa

(7/02/19)
2100mMn—-0.12r/n—-0.15r
(20/02/19)

1500ms1 - 0.05r/n —0.075r
(06/03/19)

0.25r

(12/12/19)

OTp.



bX aHanua kposu (1)

[MokasaTenb 07/02/19| 15/02/19 | 06/03/19 11/04/19 18/07/19 | 11/12/19 | Hopma
OO6wwun 6enok, r/m 62,1 |65 60,8 59,9 59,7 67.4 57-82
AnbbymuH, r/n 40,6 (43,8 40,3 38,7 40 43.1 32-48
AnbbymuH % 65
IgAr/n 1,01 1,05
Ig G r/n 3,08 2,89
Ig M r/n 0,13 0,14 0,12
al, % 5 4,5 4
a2, % 14,4 13,3 13,8
b1, % 11,5 10,7 11,9
Y, % 6,2 6,5 6
[Mtoko3a, MMONb/N 5,0 ) 5,2 5,9 5,1 5.4 4,1-5,9
MoueBas K-Ta, MKMOIb/Nn 382 324 321 264 368 328 143-417
KpeaTtnHunH, MKMonb/n 80,4 |87 85,4 81,8 83,9 86.2 44-115
KOK obwiasa en / n 79 53 77 59 80
nar ea/n 384 (423 425 448 353 135-225
A30T MOYEBUHbI, MMOSb/N 5,3 5,7 6,5 3,2-8,2
BunupyouH obuw,., Mkmons/n| 12,8 12,7 10 10,6 13.2 3,0-21,0




bX aHanus KpoBu (2)

[Tokasarenb 07/02/19 115/02/19 106/03/19 [11/04/19 18/07/19  [11/12/19 |Hopma
HaTtpuin, Mmmonb/n 146 149 146 140 148 144 132-150
Kanun, Maks/n 5.3 5.9 5 5.6 6.3 5.1 3,5-5,5
Kanbuun, mmonb/n 2,19 2,14 2,29 2.35 2,08-2,65
Marumn, mmonb/n 0.61 0,66-1,07
docdhop, MMornb/n 1,85 1.26 0.97 0,78-1,65
nglsﬂcj:penmnmm O, 51 <200
Amunasa, Eg/n 65.3 80.8 67.8 <53
XorecTtepmH MMOnb/n 7.68 8.11 7.76 3,2-5,6
Tpurnuuepuabl, MMONb/ I 2.31 2.7 0,41-1,7
Keneso 26.9 20.5 12.3 20.9 9,0-30,4
LLd, Ea/n 226 228 195 305 175 239 70-360
XonuHacTtepasa, Ea/n 8701 4620-11500
ACT, Ea/n 29 30 30 12 20 0-34
AT, Ea/n 25 30 31 21 18 10-49
T EAQ/n 94 77 59 111 42 0-73
C-peakTnBHbIN Benok 0 <5




ol
Koarynorpamm Q&“
a O
Qe <
Koarynorpamma ) N ) Q.¢
[Nokas3aTtenb 07/12/19 |06/03/19 |17/04/19 | 15/07/19 11/12/19 Hopma
A4TB 1,14 1,03 Q@‘, v1.12 1.04 0,75-1,25
TpombuHOBOE BpeEMSI, CEK 21,2 @ & ) ﬁ)"b' 15-18
% NpoTpombuHa no KBuky & v“bn . 68 70-130
MHO A o é@ 1,34
dunbpuHoreH r/n & ‘ﬁ ,49 4,57 1,8-4,0
0,39 & 0,8 ° 055 <0,5

O-Onmep (konuyecTtB.) MKr/
Tar (K) C

T

T3l (MA)

T3l (P)

=

S




HanmeHoBaHne 07/02/19 15/02/19 20/02/19 | 20/03/19 11/04/19 | 18/07/19 | 26/12/19 | Hopma Eo.
WBC 7,3 8,61 8,65 8,5 9.3 8.6 4-11 [109/n]
RBC 4,36 4,42 4,33 4,34 4,48 3.95 4.24 3.8-6.1 [1012/n]
RDW 15,2 15 14,8 16.1 14.9 11.5-15.4 [%]
HGB 134 142 137 140 123 134 117-180 [r/n]
HCT 40,4 38,7 40,4 41,8 37,7 40.4 35-52 [%]
MCH 30,7 31,7 31,6 31,2 31.1 31.7 27-31 nr
MCHC 331 34,4 33,9 334 325 332 320-360 [r/n]
MCV 92,8 92,1 39,1 93,2 95.6 95.3 80-100 o
PLT 387 255 216 276 437 262 200 150-450 [10°r/n]
Hentpodunol 49,8 59,5 64,8 79.4 53.2 45.0-72.0 [%]
Heknaccudpuumpyemble 2,3 3 0.5 1.5 [%]
JTnmdounTsl 31,7 30 25,5 17 15 34.8 18.0-44.0 [%]
MoHounTbI 15,6 10 12,1 11,7 8 9.5 2.0-12.0 [%]
Q03NHOUSTbI 2,2 1 2,8 3,3 0.6 0.9 0.5-5.0 [%]
basodgunbl 0,5 1 0,1 0,3 0.1 0.1 0-2.0 [%]
HenTtpodwunel (abc.) 5,5 7.4 4.6 1.5-7.0 [109/n]
JinmcpouuTel (abc.) 1,4 1 3 1.0-3.7 [109/m]
MoHouunTsl (abc.) 1 0.8 0.8 0-0.7 [109/n]
QoauHounbl (abce.) 0,3 0.1 0.1 0-0.4 [109/n]
Basodunel (abce.) 38 0 0.01 [109/n]
CO3 29 9 32 26 9 2-12 MM/d (MyX.) | MM/




IHCTPYMeHTarbHbIe UccneadBaHms
°
0

* Y31 noyek, Haarno4Ye4yHMKOB U 3abproLl oro npoc @%TBa oT 7.02.2019:
,U,I/chcbySHble N3MEHEHUS MOYEK, KI/ICTbI OI/I O‘—IKI/I

e 9KI ot 07.02.2019: YCC 91/Mm @ ‘hHTepBan QRS 0,09 Cex.
QT 0,35 cek. 20C BnpaBo e3|<o BblpaXXeHHbIE
N3MEHEeHUs |vw|0|<apua

e IXO-KI ¢ .qonnnep %?XT 2019 CokpaTtuTernbHas

doyHKUMA MUOKap paH %ym JIOK. Onactonnyeckas
ancdyHkumna Ji NOCTU cep CHINPEHDI.

e IKI 01 23.04.2019: HCC 9 é an PQ 0,16 cek. IHTepBan QRS 0,09 cek.

QT 0,35 cek. 90C Bnpaso Taxnkapams. Hepesko BblpaKeHHble
N3MEHEHNA MMoKapaa

. 8%(5 2'5r 15.07.20109: LI©852/M% MHtepBan PQ 0,15 cek. MHTepBan QRS 0,09 cek.
,45 cek.



MHCTpYMeHTarnbHbIe MCCJ‘@ﬁOBaHMﬂ

« AMAC (13/02/2019): HegocTaTO4HO a paun, a@wbm

o4yaroBbIV racTpuT, OyO4EHO- raCT be@ pe C. YpeasHbIN TeCT
Ha Helicobacter Pylori — oTpuy

* Y3U OprotHON I10]10CT CB Tb (23/04/2019):
YMepeHHble ,EI,I/ICbey3 HI/I ?P naToMmeranus,
BblpaXXEHHbIE u,vlcb ble ;lga rOroBKMu
NoaXXenyao4Ho cb@?m eHEeHUS NoYekK, KncTa

neBou I'IO‘-IKI/I
o Rg-rpacpvm YAHOWU qu‘tﬁ/u 2@(04/2019) CBeXxunx oyaros v

NHMPUNBTPATUBHBIX € BbISABITEHO. J1ErO4YHbIN PUCYHOK
YCUNEH 3a cYeT C%g@/w #KOMHOHeHTa B MPUKOPHEBLIX OTAeNax
obounx nerkmnx. Ko Nerknx ManocTpyKTypHbl. [1neBpanbHbie
CUHYCbl cBODOAHLI. Jnadpparma obbI4HO pacnonoXeHa. TeHb
cpeaocTteHns 6e3 ocobeHHOCTEN.



Ne1 Ne2 Ne3 Ne4 Ne5 Ne6

MapT Anpenb Mawn UioHb Uionb AsrycT CeHTAOpPL OkTA6pL
2019 2019 2019 2019 2019 2019 2019 2019
PyYHKUMSA NoYeK ¢ )
MpoTeunnypus, r/n ﬁ <1
AnbOymuH rp/n S\Q
DOYHKLMSA Bonu e xusome, 6orbuie cripasa <O ~4
60, 4 A 34
nedyeHu n XKKT & G)Q
Q’ NT-pro BNP
OyHKUUSA ) < $¢ p g\e 210 nr/mn
cepaua Hebonbwue omeku eonerHet s\ = =
e S o LY QY
Opmocmamuyeckas 2urnomeH3us (@,ao S w2
\%‘ o N "
HepBHas $Udpabmesuu e cmomnax " AN ~
C\S N AY A"
gt TTﬁven&a 86 '37,4 Hé thore MO ep=py30K
MMyHoO- $ —— oY N>
XMMmn4yckas é $ @. Nambpa-CJIL,
‘ ) Q 13,1Mr/n -> 22Mr/1
pemMmunceus @
()
Anaryos AL-amMUionao3 ¢ nopaxeHmem novek, cepaLa, XKT, neyeHu, HepBHOW CUCTEMBbI
Neyenne AnkepaH 10Mmr — [lekcameTasoH 20Mmr

Ne7 Ne§

[MpoTnBoA3BEHHAA Tepanusa (ancnencus / ctepongHble roOpMOHbI)
*OIAC — 3p03uii 1 93B He BbigBNeHO0. AHaIN3 HA CKPbITVIO KDOBb OTPULL.




KoHcynbTaumsa cneumanucTos (OQ&MQ)

3\6

*Y nauueHTa yaoBneTBopuUTensHas epeHOCMI\@?b nevyeHus,
NPU3HaKOB nporpeocmpOBaH &mo e HabnogaeTcs.

* YBenuueHve gosbl ue %AQ Qg{@r 9 bCS
[0OMOMHUTENBHBLIM cb Hu1Ta, OOHAKO
O4YEeBUOHbIX Mch {;ﬂ e,EI,HeBHOFO
cy6cbe6p|/|n|/| S&

- MoxeT 6b|C§aan 2 Kyec &g&mnommom Tepanum B NPexHnxX
O03ax. S

Q
* Mpwu CoxpaHeHw@Q/ o@mnmeTa U1 ero ycyryoneHum
BO3MOXHO HasHa4yeHue BanTpekca no 500 Mr 2 pasa B CYTKU.



NnarHos R

Q
03\ 2
« E85.8 AL- amunonos c rlopa>|<eH|/|e yek (NpoT ?pvm,
COXpaHHas a3OTOBbI,£l,eJ'II/ITeJ'IbHa HKWH no Cepnua
(KOHUEHTpuYeckas rmnepTpo %T YEHU (xonecTas),
HEPBHOW CUCTEMbI, C OPTO VN eH N, NIEYEeHHbIN Mo
CXemMe geKkcamMeTasoH —@& (N08) ankepaH —
eKkcamMeTasoH (N(@§\$

« ConyTCcTBY 3a6one2i‘1¢& H@TSKTOMMH no nosoay PIMXK B

a
2009r. ['mne oneCTepM funepTtpurnuuepngemma. CUCTEMHbBIN
aTepockKriepos aop cy ONOBHOIo Mo3ra. XpOHNYECKNI
racTput. XpaHuye g@w @HMT XPOHUYECKUN NAaHKPEeaTHUT.
XPOHUNYECKUNA xo NCTU



JleyeHune

 [lekcameTasoH — MendgonaH — %
» AnkepaH — eKcaMeTasoH \Q@)

ﬁ
Q
Nl
opte3ommb

$
R

QO a

"

X\Q

Venetoclax
(Venclexta)

Antibodies | Proteasome R Alkylating
(Plasma cells) Inhibitors Agents
Daratumumab Bortezomib Thalidomide |/Oral Melphala Bexamethasone)
(Darzalex) (Velcade) (Thalomid) (Alkeran) (Decadron)
Isatuximab a mib Lenalidomide IV Melphalan Brednisone
(SAR650984) (Kyprolis) (Revlimid) (Transplant)
Elotuzumab Ixazomib Pomalidomide | Cyclophosphamide
(Empliciti) (Ninlaro) (Pomalyst) (Cytoxan)
Antibodies ) ) Bendamustine
Marizomib

(Fibrils)

(Treanda)







