OnddhepeHeunanbHbIU
ANarHo3 MOHOKIOHaNbHbIX
rammanaTun



OCHOBHY0 4YacThb Ig (0o 80%) cocTaBnserT IgG,
KOTOPbIN 0becrnevnBaeT 3alnTy NPOTUB BUPYCOB,
bakTepun, TOKCMHOB U APYrUx aHTUTEHOB.

IgA oDecreymnBaeT 3aLlLUUTY CITM3NCTbIX ODOMNOYEK.

IgM nNoABNAETCA Ha paHHUX cTagndaxX MMMYHHOIO
OTBETa.

Ponb IgD 00 KOHLIA HE BbIICHEHaA.

IgE HAXOOUTCA B CbIBOPOTKE KPOBW B MarblX
KOnmn4ecTBax, ero ypoBeHb Bo3pacTaeT npu
anneprnyeckux 3aboneBaHUsIX N MUCTHbIX
NHBa3NSAX.



DaexTpodope3 0EAKOB CHIBOPOTKHU

Octpore nudexund, 3acToMHAR

OCTpBIE HEKPOIBI, KeTyxa, Xpoauyeckmnit *

Tybepkyres, negpos, TrematuT, YIOHAPTPHT,

KapLUHHOMA, peeMa~  Hedpos, LHPPO3B MEHE~
TH3M B-MHETOMEL"  HH, Y-MUHEIOMbBL

S

# MOBLIIIICHNE

KaK
XapaKrep -
HBEIY NPHIHAR

Hegocrarox Genkos, . Il puo6Gperenase
Xaxexcus, Hedppos, Y ~-runornobynu-
IMppPO3 MEeYeHH HeMHUH

Puc. 39. Mamenenus snextpodoperpammul 6eTKOB CHIBOPOTKH KPOBH NpH
HEKOTOPHX 3a00MAeBAHHAX

v- HGHHX(CHHG




MoHoOKNnoHanbHas

raMmmManatTms
3TO0 CcOOpHOE HavMeHOBaHWe Lernoro Knacca

3aboneBaHnn, MNMPU  KOTOPOM  MPOUCXOAUT
naTonornyeckas cekpeuus aHOMarbHbIX,
M3MEHEHHBLIX NO  XMMUYECKOMY  CTPOEHMUIO,
MOJIEKYNIAAPHON Macce WM MMMYHOSIOMMYECKUM
cBoUCTBaM MMMYHOIo0ynnHOB (ramma-
rmoOynnHOB) OAOHUM KINOHOM Mfia3amMaTU4eCcKmnx
KINETOK U B-numdouunToB. ITK
MMMYHOINOBYIMHbI 3aTeM HapyLLaoT PYHKUMN TEX
NI UHBIX OPraHoOB N CUCTEM, HAanpuUMep, NoOYeEK, YTO
N NPMBOAMUT K Pa3BUTUIO CUMNTOMOB 3aboneBaHus.



* [TapanpoTenHbl UMK MOHOKNOHAaNbHbIV
komnoHeHT (MC) - uMMMyHOrnooynuHobl
OQHOro Knacca u/unu ogHoro Tuna Unm Kux
doparMeHTbl, KOTOpPble CUMHTE3UPYIOTCA B
N30bITOYHOM KONNYECTBE.

» CTpyKkTypa ummyHorrnooynmHos (Ig) MC npwu
9TOM He HapylleHa, HO CUHTE3 Ig nnn ux
OTOENbHbLIX  KOMMOHEHTOB  MNPEBOCXOAUT
YPOBEHb OU3NONONMYECKON MNOTPEDHOCTH
opraHmama. O6HapyxeHne MC gaBnsaetcs
ONarHOCTUYECKUM MPN3HAKOM
MOHOKITOHaNbLHOU raMmmanaTuu.



OcobeHHOCTb MOHOKJTOHasbHbIX
raMmmanaTtumn - NpoAayKuus
NaTosfiorM4eckKoro MOHOKJTOHaNbHOro
NMMMYHOrmobynmHa  unm  parMeHToB  €ro
Monekyn (napanpotenHa wunu M-rpagueHTa),
KOTOPbIW onpenensaeTcs B
CbIBOPOTKE KPOBU N MOYeE.



Bupobl napanpoTeuMHOB

v [lonHaa monekyna Ig ntodoro knacca IggG,
IgA,

IgM, 1gD, IgE, cogeprkallasa nerkyto K- unu
AuUenb

v N3aMeHeHHbIN Ig

v VI30nnpoBaHHbIE Nerkne K- nnu A-uenwu
MMMYHOIooynmnHoB (6enok beHc-[)koHca)
v 130nnpoBaHHbIE TAXKenble Lienwu
MMMYHOTTIO0YNMHOB

ToyHas cmpykmypHas uoeHmugpmxauyus M
rnpomeuHa ycmaHaesriueaemcs ¢ NoMoWwbHo
UMMYHO3/IeKmopoghopesa



Knaccudunkauus
MOHOKIMOHaNbHbLIX raMManaTum

[NobpokavyecTBEHHbIE MOHOKMOHASbHbIE
raMmmanaTium :

1. KIMOH KNETOK, CEKPETUPYIOLLIMX NapanpoOTEUH, HE
nponndgepunpyer;

2. YBENUYeHns NpoaykLmnm aHoMmanbHOro benka
HET;

3. KNMUHUYECKME CUMMNTOMbI OTCYTCTBYIOT.

3noKa4yeCcTBEHHbIE MOHOKITOHAbHbIE raMManaTmun

1. 6beckoHTponbHaga nponudepaumss NIMMAOONOHbIX
KNMETOK-NPOoAYyLEHTOB napanpoTenHa;

2. HapacTaHue TUTPa MOHOKITOHANBLHOrO Ig;

3. HANn4ne KInMHUKM.



[1lobpokayecTBEeHHbIE
MOHOKITOHalNbHbIe

rammanaTtTmi.
0 [lobpokavyecTBeEHHAs MOHOKITOHaNbHas

raMmanaTtnus HeACHOro reHesa
(3cceHumanbHasd, HEM3BECTHOWU NPUYUHBI):
1. HET KIMUHNYECKOU CUMNTOMATUKU;

2. MapanpoTenH BbIABNAETCA Nnpwu
MMMYHO3neKkTpodhopese y NpakTn4ecku
300POBbLIX NNL (B Bo3pacTe >70 neTy 3-6%);
3. UCKNOYEH BTOPUYHBLIN XapaKkTep
raMmmanaTtum

[1 BTopn4yHble MOHOKOHAaNnbHble raMmmMmanaTnm
ROIHUKAKOT HA cboHEe Daia 2abonerRaHVIA:



[TpYnHBI BTOPUYHBLIX MOHOKNOHAarbHbIX
raMmmanaTun:

1. CucrtemMHble 3aboneBaHns coegnHUTENbHOW
TKaHU N ayTOMMMYHHble 3aboneBaHusa: CKB,
PA, O0-Hb
LLlerpeHa, 6-Hb KpoHa, cknepoagepmus,
ayTOMMMYHHasa reMmonmTuyeckas aHemMus, Xp.
aKTUBHbIW renatut u ap.

2. VIHekunoHHble 3aboneBaHua: TybepKkyrnes,
bakTepuanbHble nHdekunn, Cring, LIMB,
pOXa, BUPYCHbIW renaTtuTt, MUKOMNNa3MeHHast
NMHEBMOHUA).



[TpYnHBI BTOPUYHBLIX MOHOKNOHAarbHbIX
raMmmanaTmnin

3. IMMyHOOEULINTHBIE COCTOSHUSA C

ancdanaHcom
T- n B-3BeHbeB UMMYHHOU CUCTEMBI:

A. [lepBUYHELIE:
e cuHapombl Buckotta-Ongpuya, Aun-l'eopra un

apyruve.
b. Bropn4Hsble:

e BO3paCTHbIe

e Bbi3BaHHbIE MMMYHOOENpPeccaHTaMu

e CONYTCTBYIOLLNE OHKOMNOIrn4yeckue
3aboneBaHna HennMmdonaHon Npupoabl (pak



[TpYnHBI BTOPUYHBIX MOHOKNOHAarbHbIX
raMmmanaTun:

e DHOOKPUHHBbIE 3ab0oneBaHUS
(rmnepnapaTtnpeonas)

e [lepecTporika UMMYHHON cucTeMbl nocne TKM
e AHTUTeHHasa CTUMYNALNA B paHHEM
OHTOreHese

(BHYTPUYTPOOHasa NHAEKLUMS)

e KoxkHble 3aboreBaHuga (ncopunas, KpanmBHULA,
cknepoaepma)

e COCTOSIHMSA NOoCcne XumMmuoTepanun u ny4yeBoro
rneyvyeHuns)



IInarHocTuKa MOHOKMOHarNbHbIX
raMmmanaTun

CuHapom 6enkoBou NaTonornu:

e [lapanpotenHemuna (natonornyeckuu lg M-
rpaguveHT) nNpu anekTpodopese 6enkos

e [lncnpotenHemuns (CHUXKeEHNUE coaepXaHuns
HOpMarbHbIX Y-r1o0YyfIMHOB)

e YckopeHHoe CO3



Onpenenenne napanporeuHa
(M-rpaauenTa) B CbIBOPOTKeE
KPOBHM U MO4e

CKPHUHHUHT

Oonapyxenne M-rpaaueHra
B CbIBOPOTKE KPOBH

OtcyrcrBue M-rpagueHra
B CbIBOPOTKE KPOBH

AHeMHH, ypeMHYEeCKHe COCTOSIHHS,
CI, Heppo3bl, nHpEeKUMOHHbIE U
BOCHAJINTE/IbHbIE MPOLIECChI
0epeMeHHOCTH H JIp.

MOHOKJIOHAJIbHASA

rammanaTus



Anropntm guddepeHumanbLHOro gmarHo3a
MOHOKJTOHaNbHbIX raMMmanaTuu

 JIUTUYECKMX O4YaroB NOpPaKeHMs B KOCTAX HE ODHapYyXeHOo

e CopepxaHue lNn.knetok B KM < 10%

e HN3KNM ypoBeHbL MOHOKNOHAaNbLHOIO Ig B CbIBOPOTKe (IgA<20r/n,
a 1gG< 35 r/n) B Mmoye 6enok beHc-[)koHca < 1r/n

e OTCYTCTBYIOT KNMHUYECKME NPOABIEHUS 3aboneBaHns

$

MoHoKnoHanbHasA raMmmanaTusa HesICHOro reHe3sa

\ 4

[ncnaHcepHoe HabnogeHne n exxeMecsYHbI KOHTPOnb YpoBHA M-
rpagneHTa = npu ctabunbHbIX NOKasaTensax = uccnegosaHue M-
npoTenHa NPOBOAAT KaXable 6 MecsueB

[TporHo3 npun MITHI™ — xopoLunin, MHOrMe rogbl He NPOrpPeCcCCUpPYeT,
nevyeHmns He TpebyeT, HO CoO BpEMEHEM BO3MOXHa TpaHcdopMaLuus &
MM



SJIOKA4YeCTBCHHDbIC
MOHOKIMOHAJIbHbIE
raMmmanaTmum

= MHOXecTBeEHHas Mmernoma

= MakpornobynmHemmns BanbgeHcTpema

= ConnTtapHasa nnasmoumtoma

= Hexoo)KKMHCKaa numdoma

= XpOHNYECKUN MMM ONENKO3

= bone3Hu Taxenbix ueneu

= [lepBUYHbIN aMUNONO03



MHOXECTBEHHAA MUEJTIOMA
(bone3Hb PycTuukoro-Kanepa)

B-knetoyHasa numMmd@oma, XxapakTtepuaylolleecs
KINoHansHoW nponndepatnen B KOCTHOM MO3re,
pexe B 9KCTpamMeaynnsapHbIX ovarax,
aTUNMNYHbIX

nrasmaTtuyeckmx  KrneTtok,  npoayunpyrowmx
MOHOKIOHanNbHbIN UMMYHOIrNobynuH (IgG, IgA,
gD,

IgE) wn/unn  cBobOAHble  MOHOKIIOHArbHbIE
rnerkve uenn UMMYHOrNooyrnmHoB (K nnm A )

[lo REAL knaccudpukaumm MM oTHocuTCca K
NMUMMOUOHBbIM  ONYXONAM  HWU3KOM  CTEMNEHWU



Kputepuun gnardHosza MM
(Internationl Myeloma Working group 2015)

[TnasmMokneTo4YHas MHUNbLTPaUNS KOCTHOro Moara
(nnasmouunToB >10%) n/unm nnasmokneTovHasa HunbTpauua B
BrnoncMnHomM martepuane nopaxeHHom TKaHu

MoHokroHarneHbin Ig (M-npoTeunH) Nnpu MMYHo3nekTpodopese (B nnasme
N moye, unn obenx cpeaax), 3a uckndeHnem Hecekpetmpyrowen MM

OpaHo n/nnn bonee N3 HUXENEPEYNCIIEHHbIX UBMEHEHUN,
CBA3aHHbIX C N1a3MOKIIeTOYHON HuneTpaumen (CRAB):

C (kansunn) — rmnepkanbymemmsa (yposeHo Ca>2,65 MMOSib/n)
R (NnoyeyHass HeJoCTaTOYHOCTL) — KpeaTUHUH > 177 MMOonb/1n unn >2 Mmr/an.
A (aHemuns) — Hb Ha 2 r/gn HUXe HUXKHEW rpaHunLbl HOPpMbI Unun < 100 r/n.

B (nopakeHus KocTen) — 0CTeONUTUYECKNE oYarm Unm octeonopos B
COoYeTaHnn c
KOMMNPECCUOHHbIMW NepenomMamu.

O (apyroe) — cMMNTOMbI YBENTMYEHNSI BA3KOCTU KPOBU, aMUNONI03,
peunausmpyromebbakTepmnansHble MHMeKunmn (bonee 2-x aNM3oaos
B TEYEHUUN 12 MecALEB)



M - rpagueHT(M-nuk, M -
KOMMOHEHT)

A
("\ BbiABnserca B
. l pesynbraTe
§ snekTpodopesa
2 b6enkos
CbIBOPOTKM
- Ab a1 o2 B Y ot Oriigin
< Distance from origin
- Patient with multiple myeloma D Normal M-rpanuenT Ha CbiBOPOTONHO aneKTpoboperpamme
IgGx monoclonal protein 38 g/L pattern A anbsy:m:r:q?:;?;sr:,nﬁ"r:oﬁynuuu
| Albumin Aot @ Moy
! : '
i

M-Gradient




Ctagnm MM no Durie & Salmon

YpOB€EHb reMorrodbunHa

YpoBeHb KanbLums B
CbIBOPOTKE

[1aHHblE
PEHTreHorpaMmmbl

YpoBeHb M-rpagueHTa

Earmnry EaAatier MurAaticra i

<100r/n

N unu < 10.5 mr/dn

N CTpYyKTypa KocTen
NN o4varu
conuTapHom
nrasMaumMToMbl

Hun3kun

YpoBeHb I1gG < 50 r/n
YpoBeHb IgA <30 r/n

N ro A\I/TIVIA

Cragus i

Crtapus Il

[lokasaTenu
BblLLE, YEM
B | cTagun,
HO HEe
OOCTUraroT
3Ha4YeHun i
cTagun.




Ctagon |KpeaTnHuH
CbIBOPOTKMU

MeaunaHa
BbDKUBaeMoCT
u

NMpoueHT
nuuy,
nmverwmx BJ
B MoYe

A <2 Mr/mn
(< 177 MKMOnb/n)

B >2 Mr/MS
(>177 MKMOnb/n)

56,3 mec

5 MecC

11%

47%



Knaccucukaums ISS ocHoBaHa Ha BaXXKHOM NPOrHOCTUYECKOM
3Ha4YeHNMU coveTaHus 32- MMKpornodynuHa u anbLobymMuHa
CbIBOPOTKU KPOBM

lNokasaTenu Mepnunana OB,
mMec
B2-MUKPOrnobynnH CbIBOPOTKN <3,5 Mr/n 62
AnbbymuH 23,5 r/an
Il B2-MUKpOrnodynnH cblIBOPOTKN <3,5 Mr/n 44
AnbBbymMmuH < 3,5 r/an
nnm

B2-MUKpOrnodyrnnH celBOPOTKN 3,5—5,5 Mr/n
1 B2-MuKpornobynuH =5,5 Mr/n 29

B 2014 r. ISS Obina nepecmoTpeHa (revised ISS; R-ISS). Kpome nokasatenemn [32-
MUKPOrnobynuHa n anbbyMmnHa CbIBOPOTKU R-ISS y4nTbIBAET Hanu4yme
HebnaronpUATHbLIX XPOMOCOMHbIX aHOManun U BbICOKUI YPOBEHb
naktatgerungporeHassi (J14I)



MuenomHas 6onesHb (nnasmoyutToma) - Mb

[ MB- onyxonb cucTembl B-numd oLyuToB, Authth epeHLMpYIo LXCA
A0 cTaguM cekpeLmn UMMYHOr/106Y/IMHOB

b MHOXeCTBeHHaA +————— Muenoma

[MHOMQCTBeHHO-J — ) AvchdpysHo-
y3nosas [Amhlbwﬂaﬂ yanosaa |

— ConutapHas
e b

KocTHaA BHeKocTHasA

OCHOBHbIe K/IMHU4YeCKne CUHAPOMbI

T R s

KOCTHBIN / Benkosom \ MoYyeuyHbINn Fremaronomnueckun

G i i e Rkl o AR

! . LA MHAPY PUA; ;

nepenombl, NOp AKeHne runepnporeuueuuﬂ,- 6enok GeHc-/PKoHca; MUENOMHbIE KIEeTKH

rUNeprio GynnHeMm us; ;
npenMmyuecTBeHHo PR R e ) pasguTie XIMH B KOCTHOM MoO3re
NA0CKUX KOCTel uepena R .
3 B CblIBOPOTKe;

\ ycKkopeHue CO3 J /

/p,uamocmuecme KpUTepuu ke

3. Hann4yne MnenomMHbIX

\ KJ/1IeTOK B KOCTHOM MO3re / \

JleyeHue:

MHo)XecTBeHHaA thopma
Lumoc mamuyecKas mepanus

OAVH U3 NpenapartoB - CapKoIN3UH,
uuknodocthaH, HatynaH, ankepaH+npegHU3asoH

1. OcTeoIMTU4ECKWE o4arv (Yepen) Mnasmaghepes
2. MapanpoTenHsbl C Ye/1bio TUMUHAYUU Nap anpomeuHos
B CbIBOPOTKE KPOBW WIN MOYe PeHmeeHomepanusi npu c uHOp ome cdasseHus

ConutapHasa muenoma
PeHmeeHomepanus

-

_4




JleueHne mmenomHon Done3Hn

 [TonuxnmmnoTepanus

 JlokanbHaga ny4yeBas Tepanus
(MpynokanbHOW KOCTHOU NaToNIornu)

 [Tnasamopepes
* IHTepdrepOoHsI

* ANnnoreHHas TpaHcnnaHTaumua KOCTHOro
MO3ra



SJIOKA4YEeCTBEeHHDbIC
MOHOKJTIOHAJIbHbIE
raMmmvmanaTmum

= MHoOXecTBeHHaAA MMenoma

= MakpornobynmHemus BanbageHcTpema

= ConnTtapHasa nnasmoumtoma

= Hexoo)KKMHCKaa numdoma

= XpOHNYECKUN MMM ONENKO3

= bone3Hu Taxenbix ueneu

= [lepBUYHbIN aMUNONO03



MakpornooynmHemus

BanbgeHcTpema:

B-menkoknetoyHasa numdooma, cyoctpar onyxonm -
3penble n co3peBaroLlme NMM@onaHble KNeTku,
npoayunpyroumne

MOHOKJTOHasIbHbIW NPOTEUH (MaKpOornobynuH) knacca
IgM;

KNUHUKA: NnMuMdageHonartus, cnyieHomMmeranus,
remopparmnyeckume BbiCbiNnaHUA (BackyrnT +
TpobouunTonaTns), MOYEBOU CUHOPOM

B KPOBM - abCONMOTHBLIN NMMMOLINTO3, aHEMUS (4aCTo
n3-3a

ayTOMMMYHHOro remonusa), ysenmndenme COJ3, B
KOCTHOM MO3re - nmmdonaHas MHuUnsTpauns;

AnarHo3 noarBepXxgaercs Hanmumem y 60nbHOro ¢

yBenunyeHHbIiMu JT1Y n ceneseHkn n makpornobynmHa
iI~NA



SJIOKA4YEeCTBEeHHDbIC
MOHOKJTIOHAJIbHbIE
raMmmvmanaTmum

= MHoOXecTBeHHaAA MMenoma

= MakpornobynmHemmns BanbgeHcTpema

= ConnTtapHasa nnasmoumtoma

= Hexoo)KKMHCKaa numdoma

= XpOHNYECKUN MMM ONENKO3

= bone3Hu Taxenbix ueneu

= [lepBUYHbIN aMUNONO03



ConutapHasa nnasmouutToma

— OMNYyXO0Jb U3 Nria3aMmaTUYeCcKmX KrneTok,
npeacTtaBreHHas, B oTNinyme

OT MHO>XXeCTBEHHOU MUENOMbI, OHM-
eVNHCTBEHHbLIM O4arom B KOCTU UMM MSATKOW
TKaHMW.

MyTupoBaHHbIE KNETKN — MNIasMoLNTbl —
TaKue Xe Kak 1 npu MHOXXeCTBEHHOW
Muenome, Ho opPMUPYIOT OTrPaHNUYEHHOE
noBpeXaeHne B KOCTU HE BOBIEKaA B MNPOLECC
BECb OpraHu3m.



e CONMUTapPHad NnasmMoLuToMa KOCTU UM KOCTHaA
doopMa HaxoauTcHa B KOCTHOM TKaHN aKkCcnarnbHOro
cKerneTta — B NO3BOHOYHUKE, rPyanHe, pedbpakx,
nrne4yeBon, beapeHHON, NOKTEBON, BoNbLLIEDEPLIOBON
nnn manobepuoBoun KocTax. [lposiensemces
8bIpakKeHHbIM 6orie8bIM CUHOPOMOM 8 ropaKeHHouU
obriacmu, o4aa 8 rMo380OHKE rposieuMcs coaernieHuem
CMUHHO20 M032a UJiU rnamaoJsioau4eckKum rnepesioMom
[10380HKa

e MArKOTKaHHas UJimu BHEKOCTHOMO3roBas
nnasMmoumMToMa MArkuxX TKaHeun — B 85% crny4yaes
pacnosioXeHa B AblXaTenbHbIX NYyTAX (HOCcoBad
NMOMNOCTb, CUHYCbl, HOCOITIOTKa, ropTaHb),
3HAYNTENBHO pexe B XKenyagovyHo-KULLIEeYHOM TpakKTe,
LLITOBUAOHOM Xernese nnuv nodon apyron TKaHu

* MHOXeCTBEHHbIe CONMTapHbIe NNa3MOLUTOMbI —
HECKOJTbKO OTAENbHbIX Y3NOB MNEePBUYHON OMYXOsu
VI peunamB NpeaLwecTBYOLLEN CONMTAaPHON
nasMounTOMBI



[lnarHocTnyeckune Kputepumn

* Ha PEeHTreHos1ormn4eCcKkom CHMMKe BCErlo
CKeJi€Ta TOJ1bKO OAUH O4ar, 4To

noaTBepXXAatoT ApYyrue nccriegoBaHus
(MPT, KT, MN3T-KT)

* TMCTONOINMYECKN OKasaHa oOnyxonb 13
nnasmMoumnToB B OOHapY>KEHHOM o4are



JleyeHne

ConuTtapHaga nnasmoumtoma YyBCTBUTENbHA
K ny4eBon Tepanmm — fie4eHunto
MOHU3UPYOLWNM n3snydeHmnem. ObnyyatoT
oyar 1 2 CM OKpy»KatoLLen 30o0poBON TKaHMN.



SJIOKA4YEeCTBEeHHDbIC
MOHOKJTIOHAJIbHbIE
raMmmvmanaTmum

= MHoOXecTBeHHaAA MMenoma

= MakpornobynmHemmns BanbgeHcTpema

= ConnTtapHasa nnasmoumtoma

= Hexoo)KKMHCKaa numdoma

= XpOHNYECKUN MMM ONENKO3

= bone3Hu TaXKenbIX uenewn

= [lepBUYHbIN aMUNONO03



bone3Hu Taxenbix uenen ( bTL )

- OMyxosieBble 3aboneBaHus B-
nmmdonponmdepaTuBHOU npupoabl C
pa3HOObpa3HOM MOPJdONOrnen "

KIMMHUYECKUMU MPOABIIEHUAMUN, XapaKTEPHOWN
OCODEHHOCTbIO KOTOPLIX SBMAETCHA CeKpeL s
dbparmeHToB H-LIenen pasnmyHbIX Krnaccos.

- Bnepeble BTLl ¢ cekpeunen ddparmMeHTOB
TSKernowu uenu ramma obina onmncaHa Franklin
B 1963 roay.

- 3aboneBaHne BCTpPeYaeTcs O4eHb PeaKo



1.Bbone3Hb raMmma TsXenbix uenen (bonesHb
PpaHKnuHa)

2.bonesHb anbda TsKenbix uenemn (bonesHb
CenurmanHa)

3.bone3Hb MU TaxenbiX ueneun

4.bone3Hb aenbsra TsSXKenbiX Leneun

Xapaktepusyetcs numdageHonaTtnen,
nuxopagkon, aHeMueun, He4OMOraHUEM,
renartocnseHomeranmen, crnabocTblo; OTEK
Heba MOXeT ObITb pe3ynbTaTtoM NopakeHus

numdoaTnyeckoro Konbua Banbaenepa;
00bl4HO HabntogaeTca 6bICTpoe yxyaLeHmne
TeyeHuns 60ones3Hun ¢ netanbHbIM UCXO40M OT
NHEKLNN; XMMUOTEpanna yasIMHAET
ONUTENbHOCTb BbKUBAHUS.

Hanbonee yactoe 13 6onesHemn Taxenbix
ueneun; numdoonsasmounTapHas
NHPUNBLTPaUMA lamina propria TOHKOM KULLIKA
BbI3blBAET AMapeto, manbabcopbuunto,
CHWXEHNEe Macchbl Tena, Me3eHTepUarnbHyHo 1
napaaopTanbHyo ageHonaTnn, KNMHUYeCcKoe
TeyeHne o4YeHb BapnabensHo.

MposiBNsieTcs Kak peakas pa3HOBUOHOCTb
XPOHMYECKOro NMMAOLMTAPHOrO NEko3a;
OMnyXorieBble KNETKN MOryT UMeTb AeEKT B
COEOMHEHUN TSKENbIX U NErKMX Lenemn.

BonesHb TaxenbIx gensra-uenen BcTpevyaeTcs
NCKNIYNTENBLHO peako. OnmncaH cnyyaw
3aboneBaHus ¢ passutmem XINH, nopaxeHnem
KOCTEN N XapaKTepHOW ANt MUESTOMHOMN
6one3Hn KapTUHOM NOPaXXeHMUSA KOCTHOIO MO3ra.



B cBA3U C pegKocTbio U pasnnyHbIM
TedeHnem bTL npu cekpeunn pasnnyHbIX
KIMacCoB TSAXenbIX Lieneun nevyeHne He
pa3paboTtaHo. TeyeHme bBTLl 0ObIYHO
TsAXenoe, bonbHbIE peako XUBYT boree 3-5
ner



SJIOKA4eCTBEeHHbIC
MOHOKJIOHANMbHbICE
rammanatTtmnum

= MHOXecTBeHHaa mnuenoma

= MakpornobynmHemmns BanbgeHcTpema

= ConnTtapHasa nnasmoumtoma

= Hexoo)KKMHCKaa numdoma

= XpOHNYECKUN MMM ONENKO3

= bone3Hu Taxenbix ueneu

= [lepBUYHBEIN amMmnNonaos



AMunonago3s

( om nam. amylum — kpaxmari)

CTpomarbHO - COCYAUCTbIN AUCTPOTENHOS,
COMpoBOXAaroLMNCS rNyboKMM HapyLueHnem OEnkoBoro
obmeHa, nosiBneHnem aHomMmarnbHoOro dnopunniapHoro
b6enka n obpasoBaHMEM B MEXYTOYHOM TKAHU U CTEHKAX

COCyadoB CIMOXHOro BeU.l,eCTBa alvmnomua

BB

Pundpunnnol
amumnonaa




KIMHWYECKAA KINACCUPUKALINA

AMUITIONOO3A
NCTopUYecKas
CucrteMHbIN amunonaos JlokannsoBaHHbIN
 MepBUYHLIN UNU e DHOOKPUHHbIE OpraHbl U
accouMupoBaHHbIU C TKaHWU
MuernioMmoun e CeHUNbHbIEe ONALLKWU, MO3TI
* BTropuyHbIn  KapananbHbIN (CEHUINbHbLIU
e HacneacrBeHHbLIU KapaouanbHbIW)

(CeMeVlelﬁ) e KoXXHbIN



COBPEMEHHAA KNTACCUPUKALIUA

AMUITONOO3A

* B HacToswlee Bpema HacuuTbiBaeTca 30 Takux
OenkoB 1 COOTBETCTBEHHO TUMOB aMuIIonaosa

* KnnHn4yeckaa kapTMHa pasHbIX TUMOB CYLLECTBEHHO

OTJIMHaETCH
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Amuno
UWOHbLIN
oenok

Ab

APrP

ABri

ACys

Ab2M

AL

MpeawecTBeH-
HUK

Ab protein
precursor

NMpuoHoBLIe
6enkun

ABri 6enok

Uucratnu C

Beta2-
MUKpPOrnooynuH

INerkue uenn
UMMYHOrnooby-
nuHa

Jlokanu3sa
uus

JlokanbHO
JlokanbHO

JlokanbHO
JlokanbHO

NokanbHoO/
CucrtemHoO

CucrtemMHoO

CucrtemHoO

CucrtemHo/
nokarnibHo

Molecular Mechanisms of Amyloidosis
Giampaolo Merlini, M.D., and Vittorio Bellotti, M.D., Ph.D./ N Med 2003; 349: 583-96

Tun

NMpuobpeTeHHbIN
HacneacrtBeHHbIU

MpunobpeTeHHbIN
HacneacTtBeHHbIN

HacneacrtBeHHbIN

HacneacTtBeHHbIN

NMpunoGpeTeHHbIN

NMpuobpeTeHHbIN

CuHppowmbl /MopaxeHHbIe opraHbl

Bone3sHb Anburenmepa
Crapuyeckn nogobHas
HacneacTBeHHas uepebpanbHas
aMmunoungHasi aHrmonaTus

Bone3Hb Kpentucgenoara-Akoba
FepcTtmaHHa-Straussler-Scheinker
6ones3Hb
dartanbHasa cemenHas 6eccoHHMUA

BputaHckaa cemMenHasa oeMeHuus
UcnaHackas HacnegcTBeHHas

uepebpanbHaa amunouaHas
aHruonartus

MauneHTbI HA remoananuse

MepBUYHLIN amnnonaos
MuenomHasa 6one3Hb



Amuno | MNpeawecTBeH-
UWOHbLIN HUK
6enok
ATTR TpaHcTUpEeTUH
AApoAl AnonunonpoTtevH
A-l
AApoAll AnonunonpoTeuH
A-ll
AGel Gelsolin
ALys JInsouum
AFib PudpuHoreH A-
anbda uenb
AA Serum amiloid A

Jlokanu3sa
uus

CucremHoO
CucremHoO

CucremHoO

CucremMHoO

CucremMHoO

CucremMHoO

CucremMHoO

CucrteMHoO

Tun

HacnepncTBeHHbIN
MpuobpeTeHHbIN

HacneacTBeHHbIN

HacneactBeHHbIV

HacneactBeHHbIV

HacneacrtBeHHbIN

HacneacrBeHHbIN

MpunoGpeTeHHbIN

CuHppombli/TlopaXxeHHble opraHbl

CemenHasa amumnongHas
nonuHemponarTusa
CeHunbHbLIM amunouaos (cepaue),
cocyabl

MeyeHb, NOYKK, cepaLe

Moykn, ceppue

DPUHCKMN HacneacTBeHHbIX aMmunNonao3

Mo4kn, nevyeHb, ceneseHkKa

Moukn

BTopnyHbIn amunonaos npu
XPOHUYECKUX UH(DEeKLUAX nnm
BocnanuTtesibHbIX 3aboneBaHusAX,
nepuogunyeckas 6onesHb



Knaccudukauma kapamanbHOro amunonaosa

Tun AMuunovaosa m BHecepaeyHble NposiBrieHUs

NMepBUYHLIN AL Jlerkue NoyeyHasa HegOCTAaTOYHOCTb, MPOTEUHYPUSA,
uenu renatomMeranus, HemponaTmusa, Makpornoccus,
KapnanbHbIU TYHHENbHbIX CUHAPOM, NyNpypa,
BeretatMBHasa AucyHKUmnA

HacnepncTBeHHbIN MyTtauus Henponatus, BeretatuBHasa auccyHKUus,
ATTR TTR noye4yHasi He4oOCTaTO4YHOCTb
CeHUnbHbLIN TTR Anddy3Hble opraHHble NopaxeHus

ATTR

:: Cleveland Clinic

#esc2012 www.escardio.org



AUWATHOCTUKA AMUITONOO3A

AHanun3 KNUHN4YecKou KapTUHbI 3aboneBaHunNA
(MONMCUCTEeMHOCTb NopaXeHus, XapakTepHblie NPU3HaKH
nopaxeHud opraHoB U CUCTEM)

'McTonormnyeckoe uccrneposaHme (buoncusit NOAKOXHOMU
XXUPOBOW KIeT4yaTKn, NOYKU, ceppua, NPSMOU KULLKW,
AeCHbIl) — BepOATHOCTb BbisiBrIeHUsd 50-70%

TunupoBaHue amunounaa — UMMYHOIMCTOXMMUYECKNN
MeTOo[, C MOHOKJTIOHaNbHbIMU aHTUTESNTaMM K
dondpunnapHomy 6enky ong Kaxxgoro Turna amunouvaa -
Mario 4ocTyneH

ANEeKTPOHHasA MUKPOCKONUA
CuuHTUrpadpmsa — oueHka AMHAMUKN TKaHEBbIX OTNIOXEeHUMN



AmMunounagHasa KapamomumonaTtus

U3onupoBaHHOEe NopaxeHune Unun 4yacTtb
CUCTEMHOro npouecca



AL ammnonaos —
KIMMHMYEecKas KapTuHa

Kapanomuonarus

HedponaTtusa

Nepudepuyeckaa HemponaTus
[enaTocnneHomMeranus

Makpornoccus

NMopaxeHune XKT

JKXNMO3bl

[MopaxeHne cKkeneTHO-MbILWEYHON CUCTEMDbI



AL- aMMNINONAO03: BLI3BaH HaKONNEHWEM B NNa3me KpoBy
aHOManbHbIX Nerkux Lenem MMMyHOrno6ynMHOB

B ocHoege namoezeHe3a daHHO20 ripoyecca /iexxum MOHOKI/I0HO8as
nposnugepayus Krnemok B-nnumgpoudHoz20 psioa, obriadarouwux
CriocobHoCMbH cekpemuposams UMMYHO2/100yTUHBI.

u JL

* [epBUYHbLIN ] e BTOpUYHBLIA aMUNONA03:
nanonaTuv4eckmum e AMWUINONAO03 NPU MUENOMHOM GonesHu
aMmuinonaos e AMunouaos npu MmakpornooyriMmHeMuu

(6bone3Hn BanbpeHcTpema, 6one3Hu
TsKenbIX uenen ®paHKnunHa)

e AMMNIOMAO03 NPU MOHOKNOHANbHbIX
raMmmanaTtusax (cekpetumpyrowasn B-
Kneto4yHas numcoma)




AMUNONO03 KOXU

Koxa onegHas «chapcdopoBas». Anoneuus.
NMepnopobuTanbHbie remaToMbil.

UHdunnbTpauma mMarkux TkaHem ammrionaom
MOXET NPUBOAUTbL K aTPOMUN MbILLL, KOXMU,
aAnctpoduun Horreu, anoneyumm U NOABIIEHUIO
onyxoneBuUAHbLIX 0O0pa3oBaHUMN.

Pexe BcTpeyaeTcsa nopaxeHue Cocynos,
CUMNTOMaMM KOTOPOro ABJAKTCA
nepuopoutanbHas

nypnypa — «rrfia3a eHoTa» U 3KXMMO3bl.
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na3a eHOoTa N CUHOPOM eHoTa




AMNNONO03 KNLLEYHUKA

AmMunouna Bbinagaet no xoay
PETUKYNAPHON CTPOMDI
CNMU3NCTOUN OOONOYKM, B CTEHKaX
cocyaoB, NoACNN3NCTOM crioe,
Bbi3blBaeT aTpocpuio
XXenes3ucTtoro annapara
KULLEeYHUKa.




AMuUnonaos noyek

AmMmunoung oTknagbiBaeTcs B CTEHKaX COCyaoB, KanunnsapHbIX
neTnax, Me3aHrum Krnyoo4koB, 6a3anbHbIX MeEMOpaHax KaHanbLUeB
n ctpome. No4ykm ctTaHOBATCA OONbLUMMMU, NJIOTHLIMU U

«canbHbIMW». MMpaMmuabl 3amMeLLaloTCA aMMNouaoM, pasBuBaeTcs
amMmunongHoe cMopLLUMBaHM1e Moyexk.

PRl :suﬁr\cmhotouamw j

e MouyeBOM CUHOPOM: MPOTEUHYPUS, uunMHp,pypml 3pmp6umypvm
, He(PpOTNYECKUN CUHAPOM, HapyLUeHne (PyHKLUUN NoYeK



AMuUnonagos nerkux

MHoOXeCcTBeHHbIe
MerikooyaroBble TeHU Ha (hoHe
ceT4yaToun NepecTpomnKku
Flero4yHoro pucyHka
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Mpu AL-ammnnounpo3se n3-3a
OT/I0OXXeHUs amunouvaa B
MeXanbBeonsapHbIX Neperopoakax
U NpoxoasLwmx B HUX cocyaax
MOTyT NOABUTbLCSA OAbILLIKa U
PEeCTPUKTUBHDbIE AblXaTesibHble

HapyLUeHus.



ATTR (TpaHCTUPETUHOBLIN ) - aMUnNONAO03

Pundpunnbl amunonaa CTpPOATCH Ha OCHOBE
TPAHCTUPETUHA, KOTOPbIN ABMAETCA TPAHCMNOPTHbLIM
Oernkom AnA peTuHona v TMPOKCUHA.

MyTauum B reHe, OTBETCTBEHHbLIM 32 CUHTE3 MOJIEKY bl
TPaHCTUPETUHA, BeayT K aMmunongoasy.

1. CemeuHbIn TTR-amMmunonaos BO3HMKaeT BcreacrBme
TOYKOBOU MyTaLMU B reHe, KogupyrLwem CUHTe3
TpaHCTUpeTUHa. U3BeCTHO OKONo 50 TaKnx mytauuu

2. CeHUnbHbLIN CUCTEeMHbIU aMmUonaos — Aeno3nuuns
wild-type (Aaukoro Tuna) TTR amunouga



TH A . Kiiman4yeckue xapakrepuctuku Jukoro tuna ATTR

Characteristic Wild Type
(N=
85)
Bospacr (yrs)
75.
My:xuunbl (%) 7
Bbeaas paca (%) 08
8
Adpuxkanckoe npoucx. (%)
88.
BospacTt HauaJga (yrs) )
ITpoxoKuTEeILHOCTD 3.5
CUMITOMOB (Yyrs)
71.

NYHA class HHI-IV (%) 0

Aubtpnunamanua nnencennuir (9/4-) .
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ATTR (TpaHCTUPETUHOBbLIN ) — aMUNIOUAO03 KITMHUKA

CemenHasa uctopmsa HemponaTn4eckmx bonesaHen, 0COOEHHO
B COYeTaHUU C cepaeyHOM HeaOCTaTOYHOCTLIO

HeunponaTtuyeckasa 6onb unu nporpeccupoBaHne CEHCOPHbIX
HapyLeHUN HeU3BeCTHON 3TUOJIONUMU

KapnanbHbIN TYHHESNIbHbIU CUHAPOM

HapyweHuna motopuku XXKT u natonorus aBTOHOMHOM
HEepPBHOU CUCTEMbI: IpeKTUNbHasa ANCPYHKUUS,
opTocTaTu4yeckasi rMnoTeH3us, HeMporeHHbIU MO4YeBOU
CUHAPOM, Anapes

AmMunoungHaga KapguonaTtus
NMaTonorua cteknoBuaHOro Tena
JlromOanbHLIV CNUHANbHbLIA CTEHO3

OpToneanyeckue onepauum (apTponnacTmka KOfieHHOro u
Ta300eapeHHOro CyctaBoB)

CnoHTaHHbIN pa3pbIB CyX0XUnua ounuenca



AMUNIONAOOS3
CEPOLA

OENO3NTbl B MMOKAPOE
YTonueHue CTeHOK

AwnacTt/cucTt. auccyHkumnsa
[m Py

NEMNO3UTblI B NPOBOOSALLENA CUCTEME
A/B 6nokapga, onokagbl HOXeK

| AOEMO3UTbI B KITANMAHAX l

OENO3UNTbI B NEPUKAPOE
BbinoT

' AOEMNO3UTbI B I'IPELI,CEPLI,I/IFIXI

BTOHOMHASA HENPOIATU
MNocTypanbHasa runoTeH3us

OENMNO3UTbI B COCYOAX
Nwemuga, Tpoomo03

ESC Congress Wori'd Congress
Paris 2019 of Cardiology
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AmMunounagHasa KapamomumonaTtus

CepaoeyHas HegoCTaTOYHOCTbL C COXpaHHOM pyHKumen JIHK
— BMBEHTPUKYNAPHAas, YacTo ¢ npeBanupoBaHnem MK

TunnyHa CKINOHHOCTb K CHMXeHuto ALl, nocTtyparnbHOU
FMNOTEeH3UUN (CHUXXeHUe cep0eyHo20 8bIbpoca, asmoHOMHas
Heuporiamusl)

HapylweHuna npoBoaUMOCTU: CMHOATPUanbHag, a/v
brniokaga, brnokagbl HOXeK ny4dka ['nca (Oeno3uyusi
amMusiouOHbIX macc)

HapyweHusa putma: dhubpunnauua npegcepamm 10-15%

CTteHoKapausa (Oeno3uyus amuriouoa 8 MaribiX KOPOHaPHbIX
apmepusix)



| AL | SSA | Vall2lle | Thré0Ala

Hu3kum BonbTax 70% 29% 16%
AV bnokapa 1 crT. 18% 56%
AV onokapa 2 cT. 5%
AV onokapa 3 cT. 2%
Brnokagbl HoXxek MIr obwan
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OXO KI + OKTI

OANCCOLUMALNA OAHHBIX
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IXO0
Kapauorpadus

BKkAloYeHUs B Mnokapa (cneuududHocTs 70-80%)

OnacTtonunyeckasa AncyHKUUS

[uneptpodous JIXK
Cuctonuyeckasi AuCPyHKUma

Y PeCTpI/IKTI/IBH ble NISMEHEHUA

Selvanayagam, JACC 2007; Dungu, BMJ Heart 2012



OxoKkapauorpacdunyeckmne KpuTepmumn pecTpuKLmm

Small, thick-walled
ventricles with
normal systolic
function

e HopmanbHble pa3mepbl Xefyao4koB
e YTOnweHne CTeHOK Xerlyao4KoB
e PurnpHocTtb MMOKapAaa:

— Tsxenasst Quacmorsiuydyeckasi
ouceyHKyus

— PecmpukmueHbie U3MeHeHUs
 OunaTtauua npeacepaumn
 PocT gaBneHus B npeacepaus

e JleroyHas runepTeH3us

e [lpaBoXxenyaoo4ykoBas
HeA4OCTaTOYHOCTDb

e CoxpaHHasga pyHkuusa JTXK

TTR-jet
velocity

Abnormal
diastolic
function
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Benotti, JR et al. Clinical profile of restrictive cm. Circ 80’ 61:1206



MPT c oTCpOYE€HHbLIM KOHTPaCcTUpPOBaHUEM
ragonimHnem

CybaHOoKkapamarnbHoe, pexe TpaHcMmyparbHoe
HaKonsieHne OoTCPOYEHHOE HaKOMMNeHme

T1un T2 KapTupoBaHue 6e3 NCNOSNb30BaHUA
KOHTpacTa

OTU METObl MO3BOMSOT KONMMYECTBEHHO OLUEHNUTD
N3MEHEHNSA N UCNOMb3YHTCSA ONA OLEHKN NPOorHo3a u
9(PPEKTUBHOCTU TEpanun

OnarHoctnyeckasi LEHHOCTb HE 3aBUCUT OT (PYHKLINK
noyek

OnpeneneHue chpakumu BHEKIETOYHOro oobema

f oom omu # o o



T1 KapTUPOBaHU
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Noncontrast T1 Mapping for the Diagnosis of
Cardiac Amyloidosis
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Native T1 Mapping in
Transthyretin Amyloidosis
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T Healthy End stage CKD HCM AL ATTR
Subject and no Amylo Amyloidosis Amyloidosis

Cine

Native T1 Map

LGE

ESC Congress
Munich 2018



CuuHTurpadoum c 99mTc-nnpodoocdaTom u
99mTc-3,3-AndocdoHo-1,2- I'IpOI'IaHO,EI,I/IKap6OHOBOI/I

KNCNOTON (99 radeaRi

Grade 0 Grade 1 Grade 2 Grade 3
— D
il o
y imﬁ & Onddy3Hoe N UHTEHCUBHOE
080 0 nornoLleHne paguonsorona
==/ 4 g MWOKapAOoM, paBHOE UNu

oonbLiee N0 UHTEHCUBHOCTM,
4yeM nornoLeHmne pedbpamm

SQS =0 SQS =3




Tc-labelled 3,3-diphosphono-1,2-propanodicarboxylic acid (DPD)

A ﬁ Grade0 B Grade 1 C _ Grade2 D Grade 3

. ? : ) ‘

. - - -

Ctagusa 1 — HebonbLLOe HakonneHne He bonee, Yem B KOCTAX

Ctagmsa 2 — YMepeHHOe HakonneHue B cepaue bornblue, YeM B KOCTAX

Ctagusa 3 — CunbHOe HaKomMnsieHne B cepaue ¢ HeboNbLWMM U OTCYTCTBUEM CUrHana ot
KOoCcTeu

European Heart Journal — Cardiovascular Imaging (2014) 15, 1289-1298
UK National Amyloidosis Centre (NAC)



CbIBOPOTOYHbIE Kanna/nambéaa ceoboaHble nerkme uenn oTHolleHne<0,26 nnm
>1,65
CbIBOpOTKA - UMMYHOdMKCaLUUA (MOHOKINOHaNnbHaa cekpeums)

gce
00UH U 60/79% CLI,VIHTVIFpa(KVIWQRHBeTa
MOTICVS BOBITEYEHHOTO ﬂQ_c.'ll'llll:l.a
opraHa unu NOoAKoOXHOro AA v Ha'n'pa'&zsm
Knpa: Mo3uTnBHan ©Hd
KoHro KpacHbin + i cumHTurpaduio unm buoncus
TkaHeBoOe TMnMpoBaHue NpU3HaKu MUokapAaa:
(CAeKTPOMETPUS) + HaKOMMeHme KoHro KpacHbin +

———FKaHOBOQ-TUFPOBaHIE+——

v'E & v7E A VHE
ATTR, AL, Amunadunos Amundunos Amuneunos
Apyrown cepaua cepaua cepaua
aMunouaos, alNloBeposATeH ManoBeposiTeH ManoBeposiTer
HeonpepeneHHasn
MOHOKJIOHanbHas leHeTueckoe e
ceKkpeuwus TAnnposaniie TUNMpoBaHUe
ATTRWE ATTRwt
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