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ECTb JIU PELLEHUE?
A.ll.PymsiHuee

Hay4Ho-npakTnyeckas koHdepeHuuns, nocedueHHas 20-netuto
CO AHA Hadana paboTbl oTAeneHnsa ananmaa
Clb I'bY3 «l'opoackas 6onbHMUa Ne 15»

«[lovyevHas naTtonorns n aKCcTpakopnoparbHas reMoKoppeKLUna B
MHOronpodunbLHOM CTauuoHape: OT y3KocneumanmsnpoBaHHOIo K
NHTErpaTMBHOMY NOAX0OY»
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AMUNTONOO3 — TepMUH, 0ObEOUHSAOLWNA TPYNMY
3aboneBaHuUn C pasHOOBpPa3HbIMU KITMHUYECKUMMU
NPOSIBIEHNSAMM, 7 XapaKTePU3YIOLLINXCSH
BHEKMNETOYHbIM  OTIIOXXEHMEM  MATOSIOMMYECKMX
B-pnbpunnsapHbIx BENKoB B opraHax U TKaHsIX

Decade Number of Publications
1921-1930 2

1931-1940 8

1941-1950 51

1951-1960 172
1961-1970 596
1971-1980 1376
1981-1990 3735
1991-2000 11893
2001-2010 27491
2011-2015 (2020) 24074 (50000)

Kisilevsky R, Raimondi S, Bellotti V. Front Mol Biosci. 2016,3:17
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KonnareH
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KNACCUDGUKALIMA AMUIONOO03A (1)

Amunowu |[MpeawectBeH Jloka- [Tun |CuHOpOMBI
OHbIU HUK nn-
6enok 3auus
AL Ilerkue uenu Ig [C/N [1 [MepBUYHbLIN amMnIonagos, accounMMpoBaHHbIN C
MWUETOMOW
AA CbIBOPOTOYHLIN |C [T |BTOpUYHbIN amMuUIongos, peakumss Ha  Xp.
amunoung A NHEKLMIO UNn BOCcnaneHue
AR AR J1 [T |Cnopagunyeckas 6-Hb Anburenmepa,
npeaLecTBeH- cTapeHue
HUK J1 H [[poTtoTunmnyeckas HacneacTBeHHad
LepebpanbHas amunongHas
9HUeanonaTusa, HeMeuKnn T1n
AprP [1pnoHoBbIE J1 M [QHuedanonatus Kpentudenbara - HAkoba
NPOTEUHbI (cnopagnyeckasd, anMMmeHTapHas)
J1 H |CemenHasa asHuedanonatua Kpeutudenbara

-Akoba, 9HuUedanonaTus [epcTmMaHa-
LLiTpayccnepa-LUenHkepa, doaTarnbHas
cemelrHas MHCOMHUSA .




KNTACCUPUKALIMA AMUNTOUAO3A (II)

AmMuUunona- Jlokanu-
. lNMpeAawecTBeHHUK Tun|CuHpgpombl
HbIX 6enok nusauus
ATTR TpaHCTUPETPUH C H [[poTtoTunmnyeckasd cemMenHad
aMmmunoungHaga nonnHenponaTus
C [T |CeHnnbHOE cepaue, cocyabl
AapoAl Anonuno Al C H [[MeveHb, noykn, cepaue
AapoAll Anonuno All C H [Moukn, cepoue
AGel [enconuvH C H |AmMmnnonaoos omHckoro tuna
ALYS Jlnsounm C H ([Mo4ykun, nevyeHb, ceneseHka
AFib a-conbpuHoreH A |C H [[Mo4ykn
ABTi ABri-6enok I/C H |CemenHas pgemeHumMa OpPUTaAHCKOrO
npeaLwecTBEHHUK TMna
ACYsS Lnctatmu C C H |LUepebpanbHasg aHruonarTus
NcnaHacKkoro Tmna
AB2M B2-MukpornodynuH (C [1 [femogonanus




, a,
03, .B

-microglobulin

MHC (Major Histocompatibility

Complex) - rnaBHbIM KOMMJIEKC
TMCTOCOBMECTMMOCTU - CUCTEMA
[EHOB, KOAMPYIOWMNX aHTUTEHDbI,
KOTopble onpeaensatoT
$YHKLUMOHMPOBaAHME MMMYHHOM

CncTembl



CTPYKTYPA BEJIKA

MepBUYHaRA CTPYKTYpa

BTopuyHas cTpyKTypa

TpeTuvHas cTpykTypa

YeTBEepTUYHAA CTPYKTYpa




Co3peBatowan 6GenkoBas LUENOYKa BbIXOAMT M3 pubocombl uyepes
cneumanbHbli TYHHeNb, npuyem C-KoHel, uenu (KapboKcuabHaa rpynna)
dunKcupoBaH B pnbocome, a N-koHel, (ammMHOrpynna) «npoasuraeTca» K
BbIXO4Y U «CBUCAET» U3 Hero, Koraa B TYHHene Hakanameaetca 30-40 AK
OCTaTKOB.

TaKasa He3penas Mmonekyna («pacnnaBieHHOE» COCTOAHME) NOABEPXKEHA
BIMAHUIO GAKTOPOB OKPYKEHMA M MOXKET ydacTBOBaTb B 0bpa3oBaHUMU
arperaTos.

. Kamepa gna benka

/
1

Kanan 3akpbiT
Kanan oTkpbIT



Transthyretin

Apolipoprotein A-l

Fibril axis

/mA

Immunoglobulin

X-ray diffraction

f

Transmission
electron microscopy

Amyloid

fibrils

5 |
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microscopy




MOP®OrEHE3 AMUJIONLO03A

NetoyHaa TpaHcdopmauma PIC, npegwecTeylowan
OAIB/IEHUIO K/IOHA KNEeTOK amuaoungobnacros

CuHTe3 amunonpgobaacramm 0oCHOBHOro KOMMOHEHTA
dnbpunnapHoro 6enka amunomnga

W
e

Arperaumua ¢ubpunn gpyr c gpyrom c obpasosaHmem
KapKaca amuaonga

CoepunHeHune arpermpoBaHbixX Pnbpunn c 6enkamm
NNa3mMbl KPOBM, a TaKXKe C IMIMKO3aMUHOI/IMKaHaMM
TKaHel, UTo BeAeT K BbiNaAeHUI0 aMUaouaa B TKaHAX




MnKo3aMMHOITNNKaHbI
NMpoTeornukaHbl
AnonunonpoTteuH E
JiInsodpoconunuabi
HIOXK
KonnareH 1 Tnna

PeTteHUuus
B2MI

OnutenbHoe
rie4yeHne amarnum3om

Ounanus-
acCcoUuMNPOBaAHHbIU
aMmunongos




KOHUEHTPALUUA HATUBHOIO B2MG B CbIBOPOTKE KPOBU

/ 32,17,1
35 —/
30 —/
25 -
=
s /
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e / 5,0£1,8
10 - S
/ 1,4+0,2
P
O | | |
340poBble XbIl 1-5 [emogmanus

Uji Y, Motomiya Y, Ando Y. Nephron Clin Pract. 2009; 111(3): c173-181
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Penykuus 3a ceccuio,

YaaneHHoe 3a
ceccUuio Konmm4yecTBO
(mr/ceccus)

Cellulose triacetate

Poliamide 147

PMMA 50.8 137-140
Cuprammonium Rayon 19.4
HD F60 27 50 124

Cellulose diacetate 19-23

Nipro 23

100

Winchester J.F., Salsberg G.A., and Levin N.W. Adv Ren Replace Ther 2003; 10 (4): 279-3939



Absorbance
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Macc-cnektpomeTtpua B2MG
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| B2MG (intermediate) — npomexKyTouHble KoHPUrypaumum B2-mmKkpornbynnHa

Uji Y, Motomiya Y, Ando Y. Nephron Clin Pract. 2009; 111(3): c173-181
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Uji Y, Motomiya Y, Ando Y. Nephron Clin Pract. 2009; 111(3): c173-181



GAKTOPbI PUCKA

AUANTN3 ACCOULUNPOBAHHOIO
AMUNITONAO3A

NnntenbHoCTb Anann3a bonee 5 net

Havyano agnanmnsa B MO10A0M BO3pacTe

Ncnonb3oBaHME HU3KOMPOHULAEMbIX
ANANN3HbIX MeMbpaH

HenocTaToOYHO BbICOKOE KauyecTBO OYUCTKMU
BO/Abl

16



KNIMHUW4ECKUE NPOABIIEHUA

ANANN3 ACCOUMNPOBAHHOIO AMUITIONOO3A

CuHOpPOM 3anscTHOro KaHana,;

[ecTpykTMBHass wunn 3Spo3vMBHAs apTponatnust C MOpaXXeHuem
Nne4yeBoro,  KOMEHHOro, Ta3obeQpeHHOro  CyCTaBoB  MNK
NO3BOHOYHMKA

CnoHgunoapTponaTtus, Yalle BCero nopa)awllasi WenHbln oTaen
NO3BOHOYHUKA

CybxoHaparnbHble TOHKOCTEHHbIE KACTbI, Yalle BCEro nopaxaroLumne
KOCTU 3ansiCTbsl, AUCTalnbHbIA KOHEL, Jy4eBOM KOCTW, FONOBKa
nrie4eBon KOCTU.6edpeHHbIW cycTaB (rofioBka 6edpeHHOW KOCTU U
BEPTNYXHas BNaguHa), cycTaBHasa NOBEPXHOCTb BonbLiebepLoBON
KOCTW.

17
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Duration of dialysis treatment (year)

Yamamoto S., Kazama J.J., Maruyama H., Narita |.
in Amyloidosis, Ed. Dali Feng.- InTech.-2013: 67-83

W CTS
1 DSA
] Joint arthlopathy

Joint arthropathy —
CyCTaBHasa apTponaTtusa
CTS - carpal tunnel
syndrome, CMHAPOM
3aMNACTHOrO KaHana
DSA - destructive
spondyloarthropathy,
AECTPYKTUBHAA
CNOHAMNOAPTPONATUSA
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YCIioOBUA SAOAHN

[1aHo:

1. 3a cyTkun cnHtesnpyetca 180-360 mr B2MG
Raj DS, Ouwendyk M, Francoeur R, et al. NDT; 2000;
15:58-64

2. 3a ceccuto remogmanmusa ygandaetrca 100-300 mr
B2MG

Winchester J.F., Salsberg G.A., and Levin N.W. Adv Ren
Replace Ther 2003; 10 (4): 279-309
Bonpoc:

Kak CHM3UTb KOHUeHTpauuo B2MG?




METOAbl NPOPUNTAKTUKA

AWANIN3 ACCOULUMUPOBAHHOIO AMHUIOUAO3A

Koppekuusa ychosun HapyweHua koHbopmauum B2MG

1. CBEPXYMCTbIN ANANU3UPYIOLWMIA PACTBOP

2. Koppekuua runeprmgparaumm

3. Koppekuusa metabonnyeckoro aumaosa

4. Koppekuma rmnepdpocpatemmmn

5. BbifiBNIEHME 1 KOPPEKLMA HApYLEHNA TONEPAHTHOCTU K YrneBogam
6. MpodunnakTMKa 0b6pa3oBaHNA KOHEYHbIX MPOAYKTOB MIMKNPOBAHMUA
7. NoKeuuuknmH 100 mr/cyT Ao 1 roaa

Ypanenue B2MG

BblcOKONPOHMLUAEMbIE ANANN3HbIE MEMBpPaHbI

[emocopbuma AST-120

[femoanadunbTpayma

TpaHcnaHTauMAa NoYKkn



OCHOBHbIE COBPEMEHHbIE CTPATETMU MPOD®UNAKTUKHU

OBPA3OBAHUA KOHEYHbIX MPOAYKTOB INMMTMKUPOBAHUA

OrpaHUYyeHne NPOAYKTOB C MUKEMUYECKUM MHAEKcom >50

OrpaHuyeHue noTpebaeHna NPoAYKTOB C BbICOKMM coaepHKaHUEM
KOHEYHbIX NPOAYKTOB MUKNUPOBAHUA

MpumeHeHue copbeHTos (Sevelamer Carbonate, AST-120,
Lysozyme)

[MpekpalweHne KypeHus Tabaka
AHTUOKCUAAHTbI

ButamuHbl rpynnbi B (B1, B6, beHpoTnamun)
NAN®/BPA

21
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CUMHAPOM 3ANMACTHOIO KAHAJIA ogHa 13 cambiX pacrnpoCcTpaHEeHHbIX

KOMMPECCMOHHbIX HeBponaTun B mmpe — 150 Ha 100 000 HaceneHwus.
daKTOopbl pUCKA:

» eHCK1n non

» Moxnnomn Bo3pact

» IHA0KPUHONATUM (TMNOTUPEO3, caxapHblit Anaber)
» CucteMHble 3aboneBaHUA coegUHUTENbHOM TKaHU

» Pabota 3a KOMMNbOTEPOM UIUN UHDBIM TPYyAOM, CBA3dHHbIM C MOHOTOHHbLIMU
CI'M6aTEI'IbHO-pa3I'VI6aTEI'IbeIMM ABUXKEHUAMU B KUCTU

23



PUBPUITIAPHDBIE BEJIKU @ § % § § g

4

» UMEIOT BbITAHYTYIO HUTEBUOHYIO CTPYKTYPY, B KOTOPOM
OTHOLWIEHME OJSIMHHOW OCW MOMEKYmNbl K KOPOTKOW (CTEreHb
acummeTtpumn) = 80- 150.

» PacTBOPSIETCS B AUCTUNNIMPOBaAHHOW Boae,

» NUMeET BOonbLUY0 MOMNEKYNAPHYIO Maccy

> UMEET  PEryrnsipHyt0  MPOCTPAHCTBEHHYIO  CTPYKTYpY:
nonunenTugHble LUenu pacrnosioXeHbl napannenbHo Opyr
apyry BOOMb OAHOM OCU M 0OpasyloT ASIMHHbIE BOJIOKHA

(bnbpunnbl) Unn crnow.

24



Teopuu namozeHe3a amusnoudo3a. CywecTBytoT 3 cTapbiXx U 1 cOBpemeHHadA Teopus,
obbeagnHsaoLWan BCe TPU TEOPUM NaTOreHe3a amuaomnao3a.

Teopua auncnpotenHo3a. CoriacHO 3TOM TEOPUM BO3HUKAET ANCNPOTEUHEMMUSA, C
HaKOMNEHUEM B NJ1Ia3Me KpoBu rpyboancnepcHbix 6enKoBbiX Ppakunii 1 aHOMaNbHbIX
6enkos - NapanpoTenHoB. A NOABAAKTCA OHM 3a CYET M3BPaALLEHHOrO 6enKkoBOoro obmeHa.
3aTeM OHM BbIXOAAT 33 Npeaebl COCYaMUCTOro pycaa, COeaAnHAOTCA C
MYKOMosiMcaxapuaamm TKaHeN. ITa Teopuma NPAMOJIMHENHA N HN 0BbACHAET, NoYemy
BO3HMKAET AUCNPOTEUHEMMUA.

NmmyHonormnyeckasa teopms. Mpu pasnmyHbix 3abonesaHmax o6pasyoTca NpoAyKTbl
pacnaga TKaHeu, pacnaga IEMKOLUTOB, B KPOBU LIMPKYINPYHOT TaKKe TOKCMHbI BakTepuii
- BCe 3TK BellecTBa 061a4at0T aHTUTEHHbBIMW CBOMCTBAMM M Bbi3blBalOT 06pa3oBaHMe Ha
ceba aHTuTen. MponcxogmuT UMMYHHas peakuua coegMHEHUE aHTUTEHOB U AaHTUTENAMUN B
MeCTaX NPOAYKLUMM aHTUTEN, TO €CTb B OpraHax PeTUKY/I03HA0TENNANBHOM CUCTEMBI. ITa
TeopUA TakkKe 0H6bACHAET INLWb YaCTb aMUNONAHON ANCTPODUMN, TO eCTb TaM, rae ecTb
XPOHUYECKoe HarHoeHue, He 06bACHAET reHeTn4eckne Gopmbl amnIoMa03a.

Teopuna KNETOYHO-NOKAIbHOIO CUHTE3a. TN TeopPMA PacCMATPUBAET aMUAONL, KaK
CeKpeT MexeHXMMA/IbHbIX KNeTOK.

YHuBepcanbHasa TeopumaA - MyTauMOHHaA. MyTareHHble GaKTOpPbl BAUAIOT Ha KNETKMK,
BbI3bIBasA MyTaLMM M 3aNyCKaeTCca MexaHU3mM Beaywmi K GOpMMUPOBAHUIO KTETOK
ammnonaobnacros.




bypbie onyxonu»
(ocTeoknacTomMsbl) Npu

BTOPUYHOM rmnepnapaTtnpeose.

C.0O.Ma3sypeHko BecmHuk CBI'Y Cep. 11.
2008; (2): 68-76




KoppenaumnoHHbie B3aMmMocCBA3U MeXAY CbIBOPOTOUHOMU
KOHUeHTpauueun B2MG, nabopatopHbimu u IXOKI noKasatenamm

y nauyuneHtos ¢ XbI C1-4 cT. (p<0,0001)
Sedighi O, Abediankenari S, Omranifar B. Nephrourol Mon. 2014,7(1):e23563
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f'mnotpodua m.abductor pollicis
brevis (TeHapa) cnpaBa
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OBLWWNE YEPTbI MATOT'EHESA AMWU/TIONAO03A

. AccounmnpoBaHHOe 3aboneBaHne Unm myTtauns reHa
. Npoaykumns 6onbLoro Konmuyectea pacTBOPUMOro

benka-npeawecTBeHmMKa, CKITOHHOrO K nosimMmepusawmm
(obpasoBaHUo beTa-ckragyaTon CTPYKTYpbI)

. HapyweHmne npoteonusa (obpasoBaHue pubpunn mna

HepacTBoOpumMoro berika)

. HapyweHune cTpykTypbl MexkneTto4Horo Bewlectsa ([Al)
. NoasneHne amunongcTuMmynupyrowero dgpakropa
. OTnoxeHwne opraHocneundmnyHOro NN HecreungpmnyHoro

HepacTBopuMoro doundpunnsapHoro 6enka - ammnonga



[Mpu BCem pa3HO0bpa3nm NpPoABIEHNN, XapaKTEPHO

Pa3BMBAETCA aMUIONA03.

1. HakonneHue 6enKkos

2. logasBneHune KNeTovyHoro 3BeHa MMMYHHOW CUCTEMbI
— MaKpo@daros u T-ntumdpounTos.

MUMMYHOCTUMYNATOPbI —  JIeBaMMU301 U TUMO3WUH,

TOPMO3AT Pa3BUTUE SKCMEPUMEHTANNIBHOIO aMMA0NA03a.



