¢
S

g

MOHTI'OJI YJICBIH
IPYYJI MIH/IUIH CAMJIBIH
TYIIAAJ

OZDO&Z'/OHN %apbm /_0 eaep [yraap !é X/ Ynaanbaarap xot

r o . 1
OMH3N3yH 3aasap 6aTnax Tyxamn

MoHron YncbiH 3acruiti raspbiH Tyxan XyynuiiH 24 ayraap 3yWnuiiH 2 faxb X3car,
Opyyn MaHAWUIH Tyxai XyynuitH 8 ayraap 3yinuiiH 8.1.5 aaxe 3aanT, 36 ayraap 3ywnuiH
36.1 pax xacruir Tyc Tyc yHA3cnaH TYLAAX Hb:

1. AMUNOMAO3bIH OHOLUMNTOO, SMYUNTI3HUA 3MHAM3YWH 3aaBpbir XaBcpanTtaap
GaTancyrain.

2. TywaanblH X3p3anKuNnT, Tycrnamx, YWNYMnrasHuin 63nsH Gananbir xaHrax
axunnaxbir aimar, HANCN3NUtH  JpyyN M3HAWAH rasap, emMyminH Byx xanbapuitH apyyn
M3HAWUIAH BanryynnarbiH gapra, 3axupan HapT yypar 6onrocyrai.

3. 3OHAOXYy 3a@aBpbir X3pP3NKYYNaX34 M3IPraxun aprasyiH O3MXKNAr y3yymk
axunnaxeir [OTPbIH aHaraax yxaaHbl M3praxnuitH canbap 3esnen /L|.CapaHtysal,
M3[pan CyAananbiH  M3praxnuiH canbap 3esnen /J1.OHxcalxaH/, uyc cyananbiH
MIpraXxnuini canbap sesnen /H.OwyHA3nrap/-4 yypar 6onrocyran.

4. Tywaanbir Xapankyynaxag waapanaratai MaANar, M3A3JMNIAr ONroX, XYHWiA
HEeeUMIr YapaBXwKyynax, 3M4Y, SMHINTUAH MIPraxXwnTaHA Laapanaratai cypranTbir
30XMOH Baiiryynaxbir Ipyyn M3HAWIH xenknuitH Tes /b.HapaHTysa/, aimar, HUACnanuinH
3pyyn M3HAWIAH raspblH gapra HapT yypar 6onrocyran.

5. TywaanblH X3p3anKWUITdA XSHaNT TaBbX aXunnaxbir SMHINMMAH Tycrnamx,
yUnumMnrasHuin rasap NK.Hapanrapan/-T gaanracyrai.

cang 5 f%z% 1 C.3HXBONA
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Opyyn maHauH canabliH 2022 OHbI 0&

pyraap capbiH /£, efpyitH ¢ f-Ayraap
TywaarnblH xaBcpanT

AMUNOWAO3bIH OHOWWIITOO, SMYUNTI3HUA SMHINIYNH 3AABAP

A.EPOHXUW WWAAPONATA

A.1 OHow
XYHuit BueunitH 3a, 3pXTaHA amwnowa Yypryya Tyrman OonoH xssraapnargman
Gainanaap XypuMmTnaracaHaap Tyxalid o7 3PXTHUA YAN axwnnaraar anayynax, XoBop

TOXMONAAOr BGYNar aMraruir amuionjos raaar. AMANoua YypruiH Tepneec xamaapu
3AMH3IN3YMH X34 X3A43H xanbapyyass axrvnpar [1-3].

A.2 ©BYHUI OSIOH YNCbIH KOA
[ICD-10-CM, 2010]
E85 — E85.9 Amyloidosis / Amunonaos

[ICD-11, 2020] ,
5D00.0 AL amyloidosis / Xc i S rviH<MAH aMunonaos (XrA)

5D00.1 AA amyloidosis /.1 icavit anonUnonpoTenHsl amnunongos (AA)
5D00.3 Dialysis-associated amyloidosis / Ouanu3tan xon6ooTon amunoupos
(OxA)
5D00.20 ATTR amyloidosis / TpaHcTupeTuHbl amunonaos (TTA)

A.3 Xaparnaruug

— EpeHXun MIpraxnuinH, epxuii-, [0Top, M3ApanuiiH GonoH Oycap TepermkceH

M3PraXTNNH 3MY MIPraXuIITaH
— JlaBopatopw, aMrar cyanarbiH i MEpraKUNTIH

A.4 3aaBpblH 30pUnro, sopunt

A.4.1 3opunro

AMUNONZ03 ©BYHWUIA OHOLLUMATOO, SMUMNI33T CamKpyynaH, YANYnyynarduiH ambapanbiH
YaHapbIr 433LWNYYN3H, aMbApax xyratasar ypracrax.

A.4.2 3opunt

- AMUNOMA03 ©BYHWUIA OHOLLIIIIO asropaTtm Bonosepyynax

—  AMUNOMAO03 ©BYHWUIA 3MYMIIT33HLI T COHMONTBIF ONOH YNCbIH CTaHAapTag HANLYYNax
—  AMUNOMA03 ©BYHUI XAHANTLIr TOA0pX0M BONroX

A.5 3aaBapT awmrnacaH H3p TomLEC, TOLOPXONMONT, 3X CypBanx

OMH3N3yWH 3aaBap Hb OMOH yrici i «1101MA03 CyANanblH HAAMAMIAr, ABCTparnuitH
aMMUIona03 CyananbiH Cymksa, E& oiuid Op HYYAbIH aMANONA03 CyAnanbiH XonGooHb!
AMHAM3YMH YAMPAAMXKYYAbIr 9X CY/r 71 D0/ TOCOH.

XOHreH rMHXUNH amunomnaos Cui SSHT SCUH X9BUIAH ByC YN axunnaraaHbl ynmaac

AnrapcaH SMrar, XeHreH rvikiuin yypar Hb  ron Tenes 3ypx, Geep, amaer, xoon
GONOBCPYYyNax 3aMblH 3PXT3H, capeyyH:l GyryiH M3APIN OPYMM XypUMTNAraaH, TyxanH




APXTHUM YWN axunnaraar angargyyngar, AaBlWHIYW 9BUTaM 3Mrar oM. 94, 3pXTIH4
TYrM3J1 3CB3J1 X3CAr ra3pbliH amunong Xypumrtnan yycraaar.

AnonunonpoteMH amunoungo3 6ywy “xoépgory” amunomgo3 Hb apxar ypaBCanT
©BYHWA ye[ YPIBCNWUAH XypL LWaTtaHg 9narHadc anrapgar anbda-rnobynuH 6ytoy
yycaarryn yypryya XypumtnargcaHaap yycaar.

Onanustan xonb6ooton amunoupaos. beepHun apxar gyTarafibiH 3UCWWH LWaTaHA
OPCOH apxar AManu3nnH eBYTeHS, YYCO3r aMmnongos.

TpaHcTUpeTUHbI amMmunomaos:. TpaHCTUPETUH YYPrunH MyTauuap yycrargax Oa
ayTOCOM JOMUHaHT Baranaap ygamwaar, TOpenxmmH amrar.

A.6 TapxBap 3yMH M3433Nn3n

AMMNIONO03 Hb XOBOP TOXMOSAOX SMIArT TOOLOraaor. XeHreH rmHXnunH aMmmnriongos Hb
eHaep XerkunTtan opHyygag 1 casa xyH amg 9 Toxmongon OypTrargaar. ©BYTHUNA
AyHOoaxX Hac 65-aac gaaw  Gamx 6a  3partalm XYMYYCT  WUIyy  TOXMOSOOHO.
AnonunoupoTtenHol amunougo3 1 cas xyH amg 2-3 Toxuongon OypTraracaH.
Femognanua aMmumnras 7-13 Xun XunnraceH eBYTHUM 90%-O Ananustanm XondooTon
amunonaos yyccaH bangar.

OpPYYST MAHOUNH XODKMUAH TOBUWH M3433/NMMH caHraac MoHron Yncag 9MHOnarT
X9BTAX OMUMYYNC3H TOXMONANbII TyyBapnax y3axag 2014-2019 ong HumaT 25
Toxuongon éyptrargxaa [30,31].

A.6.1 YHAC3H ovnronT

OCUIH ragHa ycaHa yycgarryn yypar 6onox amunong ombpun xypumTtnargcaHaac OSioH
SPXTHUIN YU axunnaraadbl AyTMarwmnn unpax XyHa asutam esumH oM. OpunH yeq 40
rapyi TOprVMH amMunoung yypruur TOrTOOX, Yr SMraruir yyprumH 6ytau, 6an 9pXTaH
GONMOH 3PXT3H TOrTOMUOOHbI FAMT3M, ONAMON 3CB3N YOAMbIH LUanTraaHaac xamaapu
aHrungar (XycHart 1).

XycHart 1 Amunoung ombpun yypruiH 3apum Teneenen

dnbpun | Ypbgan yypar TapxanT | Yoamwwun | bai apXxTaH
yypar
AL XOHIOH MMHXUT T, X o,vY TMT-ooc  Gycag oyx
UMMYHOTNoBYNnNH 3PXT3H
AA CunBaHrnmH A amunouna T O TMT-ooc  Gycag oyx
9PXT3H
ATTR TpaHCTUPETMH, FTEHUIAH TaXUITYI T (0] 3ypX, yywru, Lepmec,
xanbap T Yy YEHU yyT
TpaHCTUPETUH, FTEHUIH raXxur 3MT, YMT, 3ypx, HYA
Oyxun xanbap
AB2M Beta 2-mukpornobynuH, reHninH T @) Ac 6ynyuH
raXkurryn xan6ap
Beta 2-MUKpOrnoGynuHbl T Yy YMT
rEHUH raxur 6yxmm xanbap
AApoAl | Al anonunonpoTenH, reHUnH T Yy 3ypx, anar, 6eep, 3MT,
raXkur 6yxum xanbap TeMCer, TOBOHX, apbC
AApoAll | All  anonunonpoTenH, reHUnH T Y Beep
raxur 6yxun xan6ap
Agel "[enconuH, reHnnH raxur Gyxun T Yy 3MT, aBapnar
xanbap
ALys JInsoumm, reHumnH raxur Gyxun T Y beep
Xxanbap
AFib Anbga dmbpurHoreH, T Yy AHxgaryaap 6eep




| xyBun6apyyn | | | |

Tounon: T-Tyrman, X-Xacar raspbiH, O-Ongmon, Y-YaamwnsiH, TMT-TeB MagpanunH
Torronuoo, 3MT-3axbiH M3ApPaNUinH Torronuoo, YMT- Ypran mMagpanuiiH TortTonuoo.

OMHIN3yMH ONOH X3N03P33C XOHreH TUHXUAH aMUrouMao3, anonunonpoTEUHBI
aMmunounaos, guanuaTanm xonbooTor amunonaos, TPaHCTUPETUHbI aMUIToNa03 TYraamar
TOXWOMNOOHO.

XeHreH rMHXuuH amunomaos (XrA) CuMBIHT 3CUNH 3MIAr KNOHOOC MOHOKIIOHan
UMMYHOTNOBYMNNHBI  XOHMeH TMHX HUWMANWCIHI3aC XrA yycHa. 3apum  eBYTeH.
aMuIionao3 Hb 3eBX6H allb HAr 3PXTOHA YYCH, X3Car ra3pbiH XrA yycroHa. lWanTtraaH Hb
Togopxouryn. [lascar, Waac anrapyynax 3am, ambcrarnblH 3aM, YYLUrn, TEBOHX, HYLHUN
annm, apbC, XyMCbIr raMTI3H3[4].

AnonunonpoTteuHbl amunonaos (AA) CunBaHrMnH amunoung A yypar Hb YP3BCHUMH
Ved UMTOKUHbI Hemneereep afIarHUM 3C34 HUWNAMWKWMH snrapax eHgep HArrram
nunonpoTenH Gereen a4, 9PXTIHA CYyX amMurongos yycraHa. Tyxannban pesmaTtoug
nonuapTpuT, toBeHUN apTpuT, KpoHbl ©BYMH, apxar xangsap (ryypcaH Xoosion Tanaraax
©BYUH, SICHbI MA33T YPIBCAS, CYPbeI), rap OyNUNH raszap OyHObIH TAHMMCUAH XanyypanT
39pruiiH ye anonunonpoTenHbl aMMnoMaos yycaar.

Ouanustan xon6ooton amunounao3s (OxA) YpT xyrauaaHol gnanua (remogmanuna ba
X9BNUMH Onanuni) aMuYunraaHuMm gaesuag 6eta-2-MuUKpornobynuH XyHuin Gueac OGypaH
anrapaxryn XxypumrtnargaH YYCraHa.

TpaHcTupeTuHbl amunonpo3 (TTA) TpaHCcTUpeTMH Hb Tupeou pAaasap 60510H
peTuHonbir xonbord yypar oM. TTR 100 opuum myTaum TogopxonnoracoHooc TTR-
MeT30 Hb XaMrMiH TYrasman WNapHa. Hactam XxyHO TOXMONAOX TPaHCTUPETUHDI
ammnounaos Hb onamon 6aranaap yycaor.

A.6.2 ©BYHUM TaBUNaH

©OBYHMIN X3N03p, sAMap SPXTAH FAMTCIHIIC XamMaapaH TaBunaH ganraatan 6awvgar.
AHxgard amunonaosbliH yen 3ypX rdaMTCOH, AMYUIITA3 XUWMA3rym TOXMONZONA TaBwunaH
Myy Oyloy ambapax xyrauaa gyHmokaap 6 cap ©angar. MeH 3H3 Xxanbapuinr 3ypxHUn
Bruomapkep 60n0x HaTpu xeerd nentug 6a TPOMOHUHbLI X3IMXKIIHIIC LanTraamk 3 ye
WwaTtaHg xyBaagar 6a TaBunaH ye warttan yangaH eep 6angar. | waTtaHg OHOLOr4COH
ynnunyynard 10 xunaac 093w XyrauaaHg ambgapdy Gamcan 6on, |l wataHa
oHownoracoH He 9.4 xwun, Il wartaHg oHownoracoH Hb 4.3 xwun 6onoH 6yypy 6anHa.
AA amunongosbiH YEUNH ambpax Xyrauaa xypumTtnargax oyn amunoung A yyprumiH
X3M)XX33HI3C XamMaapHa.

B. OHOLMNIOO, SMUYUNTIIHNN 03C OAPAATNAI (ANIFTOPUTM)

ApT UNpYYNrunH gac gapaanan

WantraaH TOOOPXOWIyM SMHAON3YMH [JapaaxX LWUHX TOMAryyasac WIapcaH yen

amMurionaos ©eBYHUAT CIKUIMIXK, OHOW TOoApyyrax HapuUMH LUMHXWUITTIY TONeBIieH,

naenaraa waTtnarsblH SMH3II3IT UNT33H3.

— LWanTtraaH TogoOpXouryn Waacaap yypar angax

— LWanTtraaxn Togopxonryn 3ypxHum gytmariims

— LUWanTtraaH TOOOPXOWryMW CyynranTt, 313r TOMPOMT, OMOXUMWNH LUMHXWITA3H 03X
AucnpoTenHemu, WynTnar gocdoTasa NxcanTt

— UWanTtraaH Togmopxowrynm OYryWH CyBrMAH Xam LUWHX, MONMHEBponaTtu, ypran
M34P3NMMH HEBPONaTU, TapXUHbl CydacCHbI aHrmonaTu

<



B.1 YpbaunnaH caprunnax, apT UNpyynrumH XxeTenbepunr Xxaparkyynax xypal

©Opx, CyM, TOCroH OONOH AOYYPrMMH 3pyyn M3HOAWAH TEB, naBnaraa LwaTnanbiH,
TOPOIHKCOH MIPraXNMNH 3MHINAIT XaHgarcabH AyHO aMunongo3 ©BYHUA  LUMHXK
TOMOMMNAM Taamarnax, 3PXT3H TOrTOMLOOHbI XYHOPAN UPIX33C ©MHe 3PT OHOLUSIOX,

Luaapp,naraTaPl SMYUITTI3HA XaMpyyraXx, XAHalTbilr TOFTOOX04 aHXaapHa.

b.2 JlabopaTtopMnH 6a OGaraXXumH LWWMHXUNI33HUMA Xapuy ©epunenTTan rapcad

YEUNH anroputm

Anroputm 1

AMNIonao3biH OHOLLUTOO

AMNNIONA03 CIKUTMIX:

3ypxHun gytaraan (EF awwvrnan yHanax)

ypran M3apanuiiH HesponaTi)
AnuxaMepuitH ©BYUH — TIHIMPan

MuonaTtu — GynyvHrMinH eBAenT, cynpan
3nar ToMpox, cyynrant

HedpoTuk xam WnHX, NnpoTenHypm (xoHorT 3-5rp yypar angax)

YnXpUiH WxnHIMnH 6yc HesponaTy (ByrymH cyBrunH xam wmnHx 50%)
Fap GynuitH amunona nonuHeBponaTtu (4ooA Meyaes AaBamransicaH XeAenreeH-MaapaxyviH HesponaTtu,

TapXxuHbl aMUNoOUA aHrMonaTy - TapxXmHbl ragpbiH GaripnanTtan MUkporeMopparu, A43NG3HIUIAH LyC XapBanT

ABpara 3CT apTepuT — YamapxaiiH cygac TaxupriaH rypuink, Yamapxai opumMmM TONroi eBaex, Xanyypax

X3B WKHXNIAH Byc MGUS, MmenombIH ypbaan

Tunm
v

CUMB3HIUIAH YypruiiH anekTpodopes
CUNB3HIUIAH UIMMYHOMMKCaUn
YeneeT XeHreH MHXUIAH LLUMHXUIT33

Oepar

Ceper

KoHruinH ynaaHaap 6yacaH aguinH 6uoncu

Oepar

XOHIeH MMHXUAH aMnnonaos rax y3axasapryn yeq

Tepnuir Torroox

CUCTEMUIAH YHANraa:

NT-proBNP, TPONOHWH, 3ypXHUIN X3T aBua, 3ypxXHui
MRI, XOHOTMIH LIA3CHUIA yypar, 3N3rHUin yin
axunnaraa

3axblH M3APanNUiAH LaxunraaH 6udnar-OHr,
BYyNYMHMMIAH Guunar

OMHan3yl Toa yeq broncu xmmnx
MagpanuiiH 6uoncu (n.Suralis)
BynunHrunH 6uoncm

9OmMTc-PYP ckaH
FeHeTUKMIH Tect

Separ /

4

Ceper

~

TOrTONUOOHbBI XOHreH MMHXWUIH aMUonao3

Xacar ra3pbiH amunonaos

A 4

l

OPXT3H LLUMIMKYYN3H cyynrax
BONMOMXKMIT YHIN3AX

XaHanT/Tysa aMunnraa

HenponaTtuk eBAGNTUAH MEHEXMEHT:
a@HTMKOHEYIICaHT, aHTUAENPECCaHT,
HEeMponpoTEeKTOP

ByrynH uur




Anroputm 2 AMMNonao3biH yen 9pXT3H TOrTOSILOOHbI 66pYNnesniTUir To4OPXOMNNoxX

LLUNHXWUIITI3

FMCTONOrMMH WNMHXUAI33raap 6arnargcaH ammnonaos

CUMB3HT aCUUT TOOOPXOMNNOX

o YypruunH anekrtpocopes, UMMYHOTaNMUHI

o 24 LarvMmnH WI33C3HI YYPruiH
anekTpogopes, UMMYHOTANMUHT

o YeneeT XeHreH rmHx To4opPXOonNnox
LUMHXXMIITI3

e FACHbI X3MT 93 XOHIeH MMHXNIT
MMMYHOTMCTOXMMUWIAH 3CB3N ypcrarn 3¢

LnHx Toamaar 6yxni MMenomblir YHaNaxX
e [lypC OHOLUMATOOHbI LUNMHXWUITI3raap AChIr
wanrax
o LAL
e KpeaTuHWH, MOYEBUH, 3pacyya
e BoancbiH conNMNUOOHbLI A3MNT3P3IHIYI
WnHXUNras (MnepkanbumemMm)

Xk 60OMOX LWNHXUNTI3HYYS

3ypxHuin MRI

SACHbI cuuHTOrpadu
24 uaruniH xonTep
MOHUTOPUHT

3axblH M3OP3NUNH
Onunar
(anekTpoHenporpadu)
HRV

XoOooaHbl AypaH,
6uoncu

AmMbcranbiH yun
axumnnaraaHbl cobun

90 9PXTHUN 6BYNONUNAT YHIN3X
3ypx cyaac

e NT-proBNP acsan BNP

e TpOnoHWH

o 3ypXHUI LaxunraaH 6uunar

o 3ypxHun 3XO
Beep

e 24 LarvMnH WI33CHUN yypar

o KpeaTuHuH, ansbymuH
anar

e DNarHWn ynn axunnaraa, anadrysia

WynTnar pocoTas

MaapanuiH aMrar

e OMH3N3YWH y3nar
JdoToon LyYPAnnH SMrar

e bambanH ynn axvnnaraa

e Butamun [

e OneH yeunnH caxap
ByNarHaNTUMH aMrar

e APTT, PT/INR, 10 Xy4uH 3yinn




5.3 OAMUNNrasHum anropuTm

Anropntm 3 AMMAONZO3bIH AMYUTI3HMIA 3apynUM

Amunounnos

XrAmunounaos AAwmunonaos TTAmunonnos OxAmunounnos
YHACSH eBYHUMIT Onar WUmKyynaH emogmanus

SMHMAX cyynrax, Tachamug, SMYNIITI3HMI TOPMNIAT
ndnyHmsan HOMATYYNaxX

v
TorronuooHbl XrAMunonaos Xacar raspblH aM1nongos

'

XUMK aMUUNraa
LlycHbl yyaan ac yurmkyynaH Cyyarax aMyuaras

Mac 3acan, Tysa, nasep SMYUAra3

Anroputm 4 XeHreH rtHXmMnMH ammnongosbliH AMYUTIHNA 3apyYmMm

LLIMH93p OHOLLNOrACOH XOHIOH MTMHXUNH aMUNOMAO3bIH SMYMITTISHUI 3apynm

Hac 265

Hac <65
LlycHbI yy4amn 3¢ LWWIMKYY3H Cyyrrax aMynnraar LlycHbl yyAan ac LWWIMKYYN3H cyynrax
XWX BONOMXTOMN AMUUINTIAM XMNX BONOMXKIY

OXHUIA AMYUYUNTIIHUA COHIONT

OXHUN SMYNNTISHNA COHIONT

< LOaxunt P
\4 v
,ElapaarmﬁH 3MUUNrazHun COHIronT [apaarninH aM4nnrasHUm coHronT
\4
LlycHbl yyaa:n 3¢ WMIMKYYI3H Cyynrax aMUnnros . Xauant




B.4 YAnunyynarymur gapaarmmH WaTHbl SMH3M3IT UIF33X 3apyumum

AmMunnongosbir  amHan3ym 6onoH  UOLW, ©moxmmun, WS3CHUM  LUNMHXUITTISHUN
eepunenTyyasa  TynryypnaH Taamarnax Oyn  Toxuongong nabopatopu  60noH
BGaraknmH HapuUMBYMICAH LUMHXWUMA3 XMNX BONOMXKTONM NnaBnaraa wwartnanbiH 3MHINar
pYyY amunoumgos oHowwmdr Bartnax, 93MHIN3YMH  X3nb3apunr sanraH  OHOLUSOX,
Waapanaratan aMUYNNraang xampyynaxaap UnraaHa.

B. YANAJIMWH TOOOPXOUNONT APFAYUNAN

B.1 ©BYHMM OSIOH YNCbIH aHrMnan
©BYHMM ONOH yncbiH 10-p aHrMnnbIH Kop [ICD-10-CM, 2010]

E85 Amunongos / Amyloidosis

E85.0 Hesponaturyn rap OynuiH ygamuwnbiH amunongo3d / Non-neuropathic
heredofamilial amyloidosis)

E85.1 Hesponatutam rap OynunH  ygamwnbelH  amunoungo3 /  Neupathic
heredofamilial amyloidosis

E85.2 Bp OynurH ygamwnblH  amunongos, Togopxouryn /  Heredofamilial
amyloidosis, unspecified

E85.3 Xoéppory TortonuooHbl ammnounaos / Secondary systemic amyloidosis

E85.4 Xacar raspblH amunongo3s / Organ-limited amyloidosis

E85.8 Bycag amunounaos / Other amyloidosis

E85.9 Amunnongos, Togopxonryn / Amyloidosis, unspecified

©BYHMM ONOH yrncbiH 11-p aHrMnnbiH koA [ICD-11, 2020]

5D00.Z Amyloidosis unspecified / AMunongos, Togopxomnrym
5D00.0 AL amyloidosis / XeHreH ruHXnunH ammnonaos
5D00.1 AA amyloidosis / AnonunonpoTenHsbl amMuonaos
5D00.20 Hereditary ATTR amyloidosis / Y gaMmwwiniblH TpaHCTUPETUHBI aMUonaos
5D00.2Y Other specified hereditary amyloidosis / YgamwnelH ©ycan esepmel,
aMmmnongos
5D00.2Z Hereditary amyloidosis, unspecified / YgamwneiH amunoungos,
TOOOPXOUIyi
5D00.21 Non-neuropathic heredofamilial amyloidosis / Hesponaturyn rap 6ynuuH
yAaMLbIH aMunongos
5D00.Y Other specified amyloidosis / Bycag esepmeL, ammnongos
5D00.3 Dialysis-associated amyloidosis / [Ouanu3tan  xonbooTtomn
ammnogouns
2A83.50 Heavy chain deposition disease - AH amyloidosis / XyHO TMHXWIAH
aMmmnogous
8B22.3 Isolated cerebral amyloid angiopathy / TapxwHbl ronomToT amunouvg
aHruonaTtu

B.2 dpcaanT Xy4uH 3yunc

— Axuwmar Hac (60 HacHaac gaaL)

YpaaH xyrauaaraap YprofbkUrcaH apxar ypaBcan

— beepHui apxar gytMmarwiun, remogmanusa aMmunnrad
AmMMNona03 eBYHUN YOMbIH ©ryynamx

B.3 Opyyn mMaHaunH 6onoscpon
— 30XMcToN X00Nnox, gacran xeaenreeH TOrTMon XMnX, BUENNH XXUHTUAH Uyyan3ac
CIPrumnax, XopT 3ypwsaac TaTransax, C3Tran aMmranaH TamBaH O0anx, axwun
amparTaa 30xuLyynax 33par ambaparnbliH 3pyyS1 XaB Masrnnr XaBLUYYaxX
6



— Opyyn MOHOUWH ypbAauyunaH COPruinax yanaragp Wwaac, Uuyc, OMOXUMUIH
LLUMHXUITT33, 3ypPX OONOH X3BMUNH X3T aBUaH LUMHXUTI9HA Xampargax

— OMHON3YNH LUMHX 3CBAN LUMHXUATA3HA ©6pynenT UMA3PCIH TOXMONAONA €PeHXMi
BOMOH TOPOITHKCOH MIPIrIKANNH MU IPT XaHAax

— AMMUNOMAO03 OHOLUMOrACOH TOXMONAONL OPXUWH, €peHXUn, AOO0TPbliH, TOPOIHKCeH
HapPUNH  MIPraXXMMNH SMUYUMAH XSHanNTaH4 3MUYUITaar 3aaBpbliH daryy tacpantryu
YPrarmkyynax, XsHax

B.4 9pT unpyynar

LantraaH Togopxonryn gapaax SMH3an3yuH LWWMHX TOMAIMMNH ye aMUiongo3 eBYHUNT

CIOKUIMMIXK, OHOLW TOoApyynax HapWWH LUMHXWUr33 TeneBreH, nasBnaraa LwartnasbiH

SMHINAIT UIr33X X3pParTan. YyHA:

— LWascasp yypar angax Hb WwanTtraaH TO4OPXOUrym

— 3ypxHui gyTarganbiH WwantraaH TogopXonrym

— Cyynrant, anar TOMpONnT, OMOXUMUIH LUMHXWUAMA3H 43X OMCMPOTEMHEMW, LUYNATNAr
docoTasa UXCanNT 33par Hb WanTraaH To4opxomnryn 6amx

— byrynH cyBrmiH xam WuHX - rapblH capsyy, I-lll xypyy 6aganpax, YMMYUrHIX,
M34pPaxyn angargax Hb wantraaH TO4OPXOUrym

B.4.1 3pyyn M3HAMMH aHXaH WAaTHbI OONOH NaBnaraa Tycnamx, YUn4unrals oyprt
3PT UNPYYN3r 30XUOH banryynax

Amunongosbir  aMHanN3ym  6onoH  UALW, OGuMOXuMM,  WIBICHUK  LUMHXWUIITASHUN
eepuNenTyyasa TYynryypnaH CaXurnax, Taamarnax Oyn Ttoxuongona nabopaTtopwm
GOMNoOH GaraXurMH HapUMBYUIICAH LUMHXWUITA3 XMAX OONMOMXTOM naenaraa LiatnanbiH
9MHIM3r pyy amMunougo3 OHowuur 6aTtnax, SMHIN3YWH X3anb3apunr sinraH OHOLUSIOX,
Laapanarartam aMYnnradHg xampyynaxaap UnraaHa.

— YpbauvmnaH caprumnax 605oH apyyn MIHOMWH Yy3narT aMUoMao3 eBYHUI 30BUYP,
SMHAM3YMH  LWWMHX  WM3PC3H  yed  TOArd3puur  Toapyynax,  OHOLUMOX
LNHXNUNTIQHYYOMNT TONeBNeH XUNX

— TepermkCceH naBnaraa LWaTHbl 3MHINAIT UaalwdblH OHOWMAroo 6a aMyunrasr
LMNAIXIIP uar anganrym nnraax

— 3opunToT BYNrMIH XYH aMbIr TOBSIOAT Y3M3r, LWMHXUAMA3HA, Xampyynax

B.4.2 3opunToT 6ynar
Axumar Hac (60 6a TyyH33C 033LL)
— YpaaH xyrauaaraap YprasbKUncaH apxar YpaBCanT AMrartaon yunynyynary
— beepHui apxar gytmarwmnran, remognanms aMYnnradHg Xxamparaggar YAndnyynary
— 3ypxHun apxar gytargantan yununyynardy
— AMMNOMA03 6BYHUIM YOMbIH ©ryynamx 6yxumin ymnynyynary

B.4.3 dpT unpyynrumH eMHex 3eBneree

Opyyn M3HOMMH GanryynnarbiH 9MY MIPraXunToH Hb WUProasa amMunongos3 eBYHUN
Tyxan, Tyxanmnban TyC SMrarMnH yen Wnpax 3MHIN3YWH LWWHX TOMAJN, LUMHXUNII3HA,
rapy 6onox eepunent, f€BU, Ye LWaT, 3pYyyn M3HO3A Y4Ypyyrmk Oyl Xxop XeHeern,
ypbOuYUIaH CIPrUANAX Y3MarMnH ad xonboraon 39pruir TaHWymmK, dpyyn MIHOWIH
ypbAuMnaH CIprumnax ysnart xampargax, OHOLUMIITOO LUMHXUITTIS XUNMTAaXUNT 36BIIeX,
oHowwmnr 6aTtnaxag HapUNBYMICAH LUMHXWUITIA Waapanaratanr onnryynHa.

B.4.4 JpT unpyynar Xxunx apra TeXHUK
OpXx, CyM, TOCrOH OONOH AYYPrMrMH 3pyyn M3HOMWAH TeB, naBnaraa LaTtnasnbiH,
TOPOIHKCOH HAPUNH MIPIrIKIIUAH AMHINAIT XaHAarcablH AyHA aMUIIonao3 6BYHUI LLUMHXK



TOMAOIMAT Taamarnax, 9pPXTOH TOrTOMLOOHbI XYHOP3N UMNPIX33C 6MHe 3PT OHOLLIMOX,
Laapanaratan SMYUNrasHa Xxampyynax, XsHanTblr TOFTOOX04 aHxaapHa.

OpT UNpyyNrunr gapaax apraap xumHa. YyHa:

e 3oBuyp

e Acyymx (©B4YHMIN Ba ambaparnbiH TYyX)
e boawnt y3nar

e JlaGopaTOPUINH LLUMHXMMTI3

e bBaraxunH WNHXWUNraa

XVCH3FT 2 AMMNOMAO03bIM OHOLLMOX LUMHXUITIS

AMHanN 3y1, NabopaTOpPUNH LLUMHXUITII

Acyymx (apxar ypaBcars, yaam 3yuH r.m)
Boaut vyanar (EpeHxun 605n0H
TOITOSMLOOHbI)

OpTOCTaTVIK LUNHX TOMOJ3I UIIPYYIaX

NabopaTopun WNHXUNTII:
LIyCHbI 43NrOPAHIYM LUMHXUTI3
Koarynorpamm (IMX), (3UTX)

BrnoxumuinH LUMHXUITTO9HA,
kpeatnHuH, WP, Anart, Acar, JIAr,
OmMnunpybumH, anonmMnonpoTenH
LUyc 6ynarHyynary X
(3aanTaap)

XYYUH

SPXTaH

MOYEBUH,

T,

3ynn

TapxuHbl HaTpu xeery nentua (BNP) acsan

NT-proBNP, TponoHuH T

CninBaH 60NOH LLI3CHUA MMYHOPUKCaum

XOHOMMWH  LLI3CHUIA  yypar,
KnupeHc

YpamuwnelH amunoung Tect

AmMrar cyananbiH WAHXUIITI9

KpeaTUHUHbI

FAcHbl YemerHun acnmvpauu acBan Guoncu:
UMMYyHOrMCTOXMMUA, Kanna, nambaa, KoHro

ynaaH 6yaraap amunova unpyynax

XOBNMUNH ©6X6eH 3OUWH acnupaun 3cBan
eepunent Byxun apxTHIIC 34 aBax (beep,

3Nar, yyLwrn r.m.)
OMHanN3yng 3aantrau
CMEKTPOMETP XUNX

oon

Macc

OPXT3H  TOrTONILOOHbI  3MIArMUr

UNPYYN3X WUHXUA33

3ypx cypac:
3ypxHWUn uaxunraaH éuynar

LIoaXXHWM peHTreH
3YPXHWUA X3T aBna
3ypxHun MRI

Anar 6a xoon 6onoBcpyynax 3am:
BaacHbI LWMHXNNIa9
Xopoon, ragacHUM aypaH
XoT aBma 6a KT: 3narHunm ©Gocoo
Tawyy XaMxa3

3axblH M3pPanNUiH:

3axblH M3ApanuMnuH Buunar (ByrymnH
cyBarT AyHA4 M3OPYYNWIAH AaparanbiH

ynmaac M34pP3NNIAH capan
AamxyynanTt angargax)
BynuuMHrMiH  uaxunraaH  Gudnar
(MnonaTtun, MMo3uT)
Bycana:
[oTtoon Luyypan: Bamban
Synunpxanr NO3BXWXKYYNAry

Aaasap, KopTn3on
Yyuwiru: YyuwruHbel yin axunnaraaHbol
copwun



B.4.5 LUNHXUNTIaHMIA Xapuy eepunenTTan rapcaH TOXMONAonA XsiHax apra 3yum
AMUIIONAO3 SMIAr UNI3PCIH yununyynaryng 6yx LWaTHbl 3MY Hap XaMTpaH 3MYUIrag,
Tycnamx YUn4mnraar y3yynaH, TOBMOMbIH Jaryy XsHaHa.

B.5 XOHMeH N’MHXXUNH AMMUITION03 6aTnaracaH yeniH OHOLLMITOO, SMYMUITII
AMUNOAOM3bIH  YHACSH SOMHAN3yMH Xxanbap 6onox XrAMunounaosblH  OHOLLMATOO
AMUMNraar 9Haxyy Oynart, amunongosblH 6ycag ©ue paacan (AA, TTA, [OxA)
Xan63pyyaunr AnraH OHOLLMIITOO X3CArT TaHWUMLYYIHa.

B.5.1 30BUyp, IMHIN3YMH LLUUHX

3ypx cyAacHbl Torronuoo: XrAmunouaoston eBuTHyYaunH 90%-4 3ypx romMTtax bGa

©BYHMI TaBMNaHr Togopxomngor xydmH 3ymn 6ongor. Huit eBuTtHMA 50% XypTanx

TOXMONZONA 3YPXHUM OMacTombliH YN axunnaraadsl angargan wnapgar. Pectpuktmne

KapanomuonaTtu Wunapy, 3ypxXHUM apxar gytaranbiH WwantraadH togopxonrym 6avean

3YPXHUIA aMUIongo3bIr YIYNCrax xapartanm [32].

OMHaN 3yna 3ypxXHUM apxar AyTaranbiH 6@ XxaMHaN angargnbiH - gapaax  LWWHX

TOMA3ryy4 OaBamrannaH ToXmonaaor.

— fppax, a4aannblH yen ambcraagax, 3axblH XaBaH YYC3X, NYP3SHUN BEH eprecex,
3N3r TOMpPOX

— 3ypXx A43ncax, TOAron aprax, CUHKONM

Beep waac sanrapyynax Ttorronuoo: Hunt eBuTHMM 50-80%-4 Geep ramtax 6a
NX3BYSIOH HEPPO3 XaM LLMHXIIP UMIPHI.

— Hyyp, xen, nx éneap xaBarHax, LLI33C X66CpeXx, LWI3CHNI rapL, 6aracax

Beep opunm unmk yHXmx eBsaex

ApTepunH gapanT UXcax

— YpeMuiH XopAanoro - XOONoH4 Aypryn, 4OTOp Myyxanpax, ormx

Xoon GonoBcpyynax TOrtoninoo: Xo[ood r3g3CHUM 3aMblH ramTan 8%, anarHun

romtan 17% ToxmongoHo.

—  3ypxHun gyTMmarwmnryi 6anxag anar TOMpox, GUOXMMUAH LUMHXUNMI3HA LWYNTNar
docgoTasa MXCax

— baac xaTtax acBan rymnrax

— Uoaax xopcox, orux, 6eemxmnx

— Typax

— XoJoog ragacHun 3amaac Lyc angax, Loopox

AMbCranbIiH TOrTonuoo: YyLWrHbl 3aBCPbIH 3434 aMmunong yypar Xxypumtnargana.
— YyWruHbl 3434 3aHrnnaa To4opX0oMoraox, amberanbiH gyTaranaap XyHapax

MagpanuiH Torronuoo: 3axblH M3OP3NUAH XenenreeH-magpaxynH (20%) 6onoH

ypran magpanuinH (15%) HeBponaTUMH WNHX XTAMMONOWAO3bIH Yen TOXMOoNAaaor.

— bByrynH cyBrmiH xam WnHx: 3axblH M3APaN, Anadrysia rapbiH gyH4 Magpyyn OyryimH
cyBarT gapargcaHaac rapbiH capsyy, I-lll xypyy 6aganpax, YAMUMrHax, wyy capsyy
pyy Oawmxux, GaganpanT weHegee OOMOH erneeryyp HAaMargax, rapaa YHXYYyIK
Carcpaxaf 30BUyp Hamaax, Magpaxyn angargax

— [Tap 6ynurH amunoung nonvHeBponaTu: Ypram M3ApasfiMiH TOrTOMLOO MAMTC3HI3C
AaBcar, roag3CcHUi YN axunnaraa angargax, aptepyiiH gapant 6yypax (optocTtaTuk
rMMNOTEH3Nn), 6aNrMNH cynpan unpax

— XOBOp TOXMONAOMNA Xen4 Tarlw XaMTan XeAenreeH-M3gpaXynH HeBponaTu, Xo04004
xoocpox (gastric emptying disorder), ragacHui xyypamy TYDKPSNUWH LUNMHX UNPaX



Ye, 300N16H 34UNH 3Mrar:

XrAmunongosblH yen OynumH 3aBcap amunong XypumTnargcHaac OynyuMHrmmnH
Xyypamy ToMposi 60N0H BYNYUHIMIAH cynpan yycd 605Ho.

Xan TOMPOX LWWUHX HUNT eBYTHUA 15%-O TOoXmongox, XrA-blH eBepMert LUMHX
6onox 6a ambcranbiH 3ambir 6ernex, xoonnoxon Tesertan 6angan yycrax, HOMpcox
YEWNH anHoa yycrax 60mHo.

MamTan 60M10H BUENNH XYYHUIN a4aannblH gapaa Hyg TOMPCOH LycaH TyypanT yyCcax
OpYYH Aoopx Bynumpxan TOMpPOX, am XyypamnLmx

YeHUn 9praH TOMPHbI 3 rAMTCIHIIC “MepPHUI 306M16BY” LUNHX (MOPHUA YEHA LLUVHI3H
Xypax 9CB3aS1 YEHUN XYYAUNL aMUNOUAbIH H3BYA3C YYCCIHIAC MEPHUIA ye yparillaa
TOMOpPAOr), Xypyy, 6yryi, Mmep, eBA6rH1umn YEHU 3Mrar yyCHa.

3apumpaa 3aUNH aMunomnao3 OHOLUNOrAOX00C eMHe OyryrMH CyBrMAH XaM  LUMHX
YYCC3H Gangar.

CyacaHa amunounz cyycHaac 3axnax yen apyy eBOeX LUNHX Urapaar.

LlyCHbI 3pXxT3H Torronuoo: Llyc 6ynarHantuiH X Xy4unH 3yrnn amunoung ombpuntan
XonborgcoHooc X  XYYMH 3YWAWAH  OyTMarwunm  YYCH3 3CB3N1 CydacHbl  XaHaHpg,
aMUIIoOMabIH HABYAAC YYCCIHTAN X0n600TON hnbprHONN3 NOIBXMXKHI [3-6].

Llyc rooxxmmTron 6angan yycy 60onHo.

ApbCaH [033p uycapxar TyypanT rapax

Llyc 6aragax xam LUMHX

Qnar, 4anyy, TYHranrmmnd dynympxam TOMpPOX LWMHX

B.5.2 EpeHxun 60n0H 604UT y3N3ar, 6araXXMnH LWWMHXUT33
XrA OfOH 3PXT3H TOrTONLOOr Xamapar Ty WWHX TOMA3M UXIBYSIOH XaBcapy UM3PHA.

3ypxHun gytmarwun (xaHa 3y3aapHa, EF eepunergense, 3Lb-T wyaHyya HamcaHa)
HedpoTnk xam wWnHX (W33C33p yypar angax, AaBlUMHIYN Xan6apunH GeepHui
AyTmarLumn)

9nar ToMpox (Lec 30rCoOHrMLInI)

BanpLunbIH rMNOTOHU, CUHKONW

BanrunH cynpan

3axblH M3AP3ANUAH eepynenT (MOHO BOMOH NONMHEBPONATUMH LUWHX NNP3X)

Xoon 6onoscpyynax apxTHUN yn axunnaraadsl angargarn

Apapy cynbgax, bueninH xnH yypax

HygHui apraH TonpoHp Lycapxar TyypanT rapax (periorbital purpura)

OpYYH 4OOpXM Bynymnpxam TOMpPOX

Xan ToMpox

B.5.2.1 [lypbaaTtran (acyymx)-aac gapaax 3yunuur Togpyynax

30BMyp (9PXT3H TOITOMUOOHbLI 3MI3rMMH 30BUYP UNapd Oanraa 3cax, X3333HI3C
NI3PCIH)

XaBcapcaH amrar banraar nasnax.
OPCOdNT XY4MH 3ynnc banraa acax
XUUracaH aMunnrag

AmMbparblH X3B Masr

AXNbIH HEXL®M, MAPrIaXKNUAH OHLIOTN
XopT 3ypLumn

Yaamwwun

XanaBapT eBYHUM TYYX
Kupamcnant
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B.5.2.2 boguTt y3nar

Xapx axurnax

— ApbcC canctblH 6angnbir YHaNax

TamTpax

— 3axblH TyHranarmmH 6ynumpxam TaMTPargax TOMOPCOH 3C3X
— 3nar ganyy TOMOPCOH 3CaX, X3BIIMNH 3M33rnan 6anraa acax
— 3axblH XaBaHr yHanax

Torwunx

—  3ypxHuUM xun xa3raap

— YyuWwruHel aBna, Xmn xs3raap

— [MacTepHaUKMH WNHX 9epar 3cax

YarHax

— 3ypxHui aBma

—  YyWruHel ambcran

B.5.2.3 3pamb6anaH aHrnnanT, sapantan Tycnamx y3yynax wanryyp
AMMNIONO03 ©6BYHUN Yen IPXTIH TOrTOMLOOHbI YA axunnaraa 39HIrwnas angcaH yea
(3ypxHUM  gyTMarwun, ambcCranblH — gyTMarwun, ©0eepHurn  gyTMarwius,  XOOJ
6onoBcpyynax 3amMblH LyC anganT, OfloH 3PXTHUK AyTMarwmn) apamMbanaH aHrunant
XWX, Hexuen bananaac xamaapaH YHOACOH 3MYUIITaar XaBcpaH 3CB3S1 30rCOOH, aMUHL,
Xantam eepunenten HUNLYYNSH sapanTtan Tycrnamx YANYUIraar y3yyJsiHa.

B.5.2.4 JlaGopaTOpPUNH LUMHXUIITII

AHXaH WaTHbI 3pYyyn M3HAUMH Ganryynnarag XMurasax WUHXUNrad

— LUycCHbl 0onrapaHryn WWMHXUAT3S - ©BepMeL, eepunent Unpaxryn. AMmnouaosbiH
WwanTraaHT xoon GonoBCcpyyrax 3aMblH FAMTAS, apxXar ypPaBCasi, Auanu3 aMUYMrad
XVMANMAar yen uyc baraganTtblH WWHX rapHa, YOTX UXC3HI

— LsacHMI OanrapaHryn WMHXKUITAS - anbOyMUHypu, NPOTENHYPU UNIPHSI.

—  BrOXUMUIH LWINMHXUNTI3 - MOYEBWH, KpEaTUHUH, SNEKTPONUTYYA, anbOyMuH, Kanbum,
LU33CHUIM Xy4un, nakrataermgporeHasa, wyntnar gocdotasa, AJIAT, ACAT, Hunt
6a wyyn 6unupybuH y3ax. LWyntnar ¢ocdotasa Xxo9BMMH ICBIN XIBUWH 0334
XOMX33H33C 1,5 pgaxuvH MXcoHa. MnnacaHg HUMT yypar, KpeaTUHWH, MOYEBUMHbI
X3MXK33 HAIMIrAIXK, anbbyMmnHbI XaMXa3 ByypHa.

NaBnaraa waTtnanbIiH 3pyyn M3HAUWH Ganryynnarag XMmraax WUHXUr33 - AHxaH

LWaTHbI 9pYYS1 MAHOWMH Banryynnarag XMargax WUHXUraar gasTaH XmnHa. Hamantaap

A00PX LUMHXUITTISHYYANNT XUAHI:

— 3axblH UYCHbl TYPXSUWUWH LUMHXWUN33 - YraaH 3CurH eepunentyyq (aHM3oumTtos,
NOMKMNOUMTO3, nonuxpomasn), Xayn XonnunH 6ue, numdonnasmounTt TecT
numdounT xapargaHa. 300COH MEOHTOHUN LUNHX UNAPH3.

— KoarynorpammbiH winkxmnras — 3UTX 6onoH MNX ypTtacHa.

— Uyc 6ynarHyynary X xyuuH 3ymn — X 00nOH V XyYuvH 3YyWNWAH OyTMarwun
TOLOPXOMNOrgoHO.

— BuoxnmuiH wnHxmnnras - AnonunonpotenH A, B 6onoH 6eta-2 mMukpornobynuHbl
XOM>KI9 UXCIHI.

— KpeatnHuHbl KnupeHc GyypHa.

— XOHOTMMH LW33CHMM yypar — XOHOMMWH LUS3CHUW yypar 5Srp-aac WX, WXIBYUNISH
anbbyMnH gaBamMrannHa.

NaBnaraa wartnanblH TOPOINKCOH MIPraXxrnumuH 3pyyn MIHAMUH Gawuryynnarap

XUArA3X WUHXUNr33d - AHxaH OOnoH naenaraa watnanbiH  3pyyn  M3HOUWH

Bavryynnarag XMnrgax LWWHXUIM3Ar gaBTaH XMAHS. HamManTaap gapaax LWMHXUIraar

XUWHS.
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—  CWMB3HIMAH UMMYHOIMNOBYNNH, YYPrMnH anekTpodopes, YYPrmmH uMmMyHodukcawm
anekTpodgopes

— LWaacHui yyprnnH anektpogopes, YyprunH MMMyHoukcaum anekrpodgopes

— CuWIMBAH [3X 4YeneeT XeHreH MMHX YYPrunH WuHxmnrad - Kanna 6onoH Jlambaa,
Kanna JlambaarminH xapbLaa UX3CHS.

— BNP, NT-ProBNP, TponoHuH | 6a T

— bBamban 6ynumpxanr nasBxkyynard gaaesap, KOpTu3on

— baacaHg uyc unpyynax

—  SACHbI X3MUNH 3CUNH LUNHXUITI3

- FISH

— XoBNuUNH eex 60NoH Gan IPXTHUA BOUNH LWIMHXUNT33 (anar, 6eep, yywrn, 6yayyH
ra49C, aMHbl XHOUNH BynnHaac 34 aBax)

YypruinH anektpodope3 60510H UMMYHOUMKCaLU LWMHXUNTII

CUMB3HIIMMH yyprunH 3nektpocopes (CY3) Hb UYCHbl CUMB3H O3X YYPrumnH
dopakuyyablH 33M13X XYBb, X3AMX33r Hb TOAOPXOMMAOr LWNHXUNIA3HMIA apra oM. pH Hb
TOrTMOS LUMHIAH OpYMHA LUaxunraaH rynaan HaBTPYYNaxXa4, YYPryya XWH, uaxunraaH
LOHAraapaa anrapaH 6avpnagar. LlycHbl CUMB3HIMAH yypar anbbyMuH, rnobynunH racaH
2 TepnuunH 6ynar yypraac Torrgor. CY3 Hb rnobynuH yyprunr anbdga-1, anbta-2, 6eta-
1, 6eTa-2, ramma racaH 5 gsag 6ynart xyBaaH xapyyngar. AnbOymMunH yypar HamMax
LOHArTaM anekTpoa pyy WumknH 6anpnagar 6on rnobynuH yyprunH dopakuyyn ceper
LQHIrTaN anekTpod pyy WwmknH BGarpnagar. 9Ha 6angan Hb ructorpammi anbbymuH
XaMIMnH engep Mypynraap, rnobynuH yyprunH dpakuyya Ham Mypynraap OypcnargaH
xaparggar (3ypar 1).

AnbbyMuH: CUNBIHIMAH YYPIUAH XaMIMAH ©HOep XYBUWT 333N43F 3MraHL HUANANKOar
yypar. CyacaH AOTOpX OHKOTUK AapanTbir OYpAYYITK, WWHIAHUIAT 34, pYY HIBYUYYNAXIYN,
9prangaH ypcax Hexunumir Oypayyngar. CYO-unH ructorpammp XamMrumH eHgep
Mypyrraap OypCrargaH xapargax YYprumH dopakubliH UXOHX XYBUAT anbOyMuHbI dopaky,
Bypayynax 6ereeq HAMaX ANEKTPOAOS XaMrunH onp Ganpnaaar.

Aneda-2 gorra-2

N /S M\ P A

SN D AN N

— - —>// “‘\ » . ~
AnsbymuH Mamma '

Aﬂb¢a-1 Berra-1

3ypar 1 CUANB3HIMIH YYPIrUH 3NeKTpOoOope3ninH XaBUNH MMCTOrpaMm.
BOCOO0 TAHXNAIT YYPrumH X3MXKI3I, X3BTIS TAHXNAIT YYPrUnH opakuyyn MONEKyn XuH,
uaxunraaH
LUSHArMNH sinraatan 6ananaapaa +,- anekrpogo tatargaH 6anpracHbIr 4ypCanHa.

Ceper anekTpog pyy WWmkMH Banpnax yyprnH 6araxaH xacrumr Hb anbda-1, anbga-
2, 6eta-1 6onoH 6eTa-2 nunonpoTtennyya 6ypayynaar (3ypar 2).

Anba dpaky: Ceper U3HAMTAM JNEKTpPon pyy WWUIMKMH Banpnax yypruiH dopaku.
Anbda-1 Hb anbda-1-aHTUTPUNCUH, TUPeonaon XOonboracoH rnobynuH, TPaHCKOPTUH
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yypraac OypacsH dpaky Oanpar. XaBgap, LOYMOr YPSBCANT 6BYHMA yen anbda-1l
dopaky, nxacgar 60n aN3arHMM aMrarunH yeq byypaar.

Anba-2 Hb uUepynnasmuH, anbdga-2-makpornobynuH, rantornobynuHaac 6ypaaar.
AnvBaa xapLuus, Yp3aBCNuuH XypL, yea nxacgar.

Beta dpaku: beta 1 6a 2 racoH 2 xacraac OypasHa. beTa-1-MAH UX3IHX XICTUAT
TpaHcdeppuH yypar, 6araxaH Xacrumr Hb remodpekcuH bypayynHa. beta-2 Hb C3, C4
XaBcpara yypryya.

Namma dpaky: OH3 dpakubir  rammarnobynuHyyn Oywy unmmyHornodynuHyyn
6ypayynaar (3ypar 2). CPb ramma 6onoH 6eTta xacryyamiH xoopoHa 6anpnagar.

. / o\ A \ l I N ]
" — ! I Fammarnobynuu
AnbBymnm ,— Xascapra C3
Anbda nunonpoTenH CPB
Mpoberra nunonpoTenH —- Xascapra C4
Bertra nunonpoTenH ] —-. TpanchepuH
— XEMONO3THUH
Anbda-1 rMUMKONpoTenH — 2-2 XanTornotuH
Anbda-1 aHTUTPUNCHUH i Anbda-Z maKkpornobynuH

3ypar 2 CY3—uiH rmctorpamMmma Unpax yyprumH tTepnyya: bocoo TaHXNarT yyprumH
XAMXKIar,
X3BT33 TAHXMAIT YYPruiH dopakuyy Mornekyn XuH 6a uaxunraaH LaH3rMmH anraatam
Garpgnaapaa +,- anekTpoaon TartaraaH 6arpnacHbIr 4ypPCarnHa.

CYO-uiH WNHXMNraaHg AYrHanT erex - CUMBIHIMNH YYPrUNH X3IMXK33 LIOYMOT YP3BCaTT,
XaBgap, roMTan, YXoKWM, LIUIA33C, XOPAnoro 33prunH yen eepynergaer. AnbOyMuHbI
XaMK33 Oyypaxtam xamT ubpuHoreH, anbda-1l-aHTUTPUNCKUH, ranTornobynuH,
uepynnasmumH, CPB, C3 xaBcapra yypar, anbda-l-auma-rimmkonpoTenH yypryya
nxaccaH 6angnaap xaparggar (XycHarTt 3).

CYO-1iH oHOWKITOOHbLI a4 Xonborgon Hb raMma (pakublH ©epunenTUnr UNpyynaxag
opwwuHo. Namma dpaky Byypax Hb runorammarnobynuHemu, arammarriodynuHeMuiH
yen togopxownnorgoHo. Jllumdoma, apxar numdong nenkemm, xondory agunH amraryya,
anarHmn amraryyg, TM, BM, cuctemunH aHxgard ammnovgosblH yen ramma yypryyn
nxacpar (XycHart 3).
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XycHarT 3 CUNB3HIMIH YYPIrUAH 3NeKTPOoopes LWMHXUITTIOHUA SMHIN3YWH ay

xonoéorgon

Yyprumu
Topen

UxcanTt

BaracanTt

AnbbymuH  Yerymxmnt

Apxar xangsap, YpaBCan

Llyc angant, Tynargan

AnNbOYMUHBbI HUMNANKUNT Byypax
ON3rHU 3Mraryy, X005 TIX33MUNH
aytan

HedpoTrK Xam LUMHX, XXUPIMCIIANT

Anbda-1

KnpamcaH yeq

Anbda-1-aHTUTPUNCUHLI gyTan

Anbga-2

BeepHuii Asag BynumpxanH ymn
axunnaraaHbl angargan
KopTukoctepoma amMunnras
UNXPUNH LUMXKMHTUIAH XYHL, Ve
HedpoTuk xam LnHX

Xoon TOXKIANUIMH
MeranobnacTtbiH Lyc 6aragant
Xoon ©GonosBcpyynax 3amaap yypar
WMMIraanT  angargax, HapWIH,
OyayyH ragdCHUN amraryyg

aytan

ONarHUN XyHO amraryya, BunbcCoHbl
©BYMH

beta Llec 30rcoHrnwnbiH wWantraaHt
AN3rHUn xatyypan
XopT xaBgap
KyLUMHIMIAH ©6BYUH
UNXPUINH LIMXKNH
'MnoTnpeongmsm
Temep aytargnbiH
Oarapgant

Hedpos

ToBpyyT nonuapTput
MexaHuk wapnant
KunpamcHun 3-p xarac

YyprunH gytargan

Lyc

lamma AmMnnonaos

Apxar ypaBcan

Apxar numdong nemkemm
ONarHun xatyypan

XOAXKKUHbI 6BYMH

Jinmcpoma

Tyrman mvenom

Xonbory 30UVH,

peBMAaTONOMMNUH AMraryyq

A rammarnobynmHemu
'MnorammarnobynuHemm

AMUNIOMA03 AMIArnnH yea MOHOKNOH yypruir (M yypar) Togopxovngor. M yypar Hb B3, y
Oycoa XOpX3H LUMIMKCIHA3P AyrHanT erHe. CuiBaH 60SIOH  LWI33CHUK  YYPIrUNH
UMMYHOMKCaUN anekToope3nnH aHann3aTtopT acparbve awurnaH XyH4 XeHreH
TMHXUAT TOOOPXOWUIHO.

MOHOKNOHT rammanatu: [amma yypruiH dpaky WXCIxX4dd rucrtorpammi eHaep,
HapWiH, LLOBX OPOWTOWN 3yparnanaap xapargax toxvongosnt 6un. MOHOKMOHT CUNBIHT
3CUMH X3T YPXUMA Hb WX X3IMXKI3radp HIrQH TOPNAUAH UMMYHOrNoOynuMH  3CBan
UMMYHOrMOBYNMHbI - BYTUMIAH  H3DKYYA, ©OOMOX XYHO, XOHIeH TUHXWIAH  yypruwr
anrapyyncHaap 9H9  3yparnanbir - yycragar. CUMMB3HMMWH ~ 3CB3ST  LLUA3CHUN
ANeKTpodopesblH LWNHXUITASHL, WIIBPCIH ©HOep, HapuhH LOBX OPOWTOM ramma
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yypruiH nxcantur M rpaguenT, M yypar, M KOMNOHEHT rax HapnaHa (3ypar 3). CY3—A
nAM 3yparnan xapyynax ©Oynar 3MrarMnur MOHOKITOHT raMmmanaTtuiH 3SMrar ragor.
LWaacaHa unapy 6y XOHreH rMHXWUAH MOHOKMOHT Yyprr BeHc-XKOHCbIH yypar ragar.
MOHOKIOHT raMmmManaTtuiiH aMraryya Hb ManurHaHT WUHX YyaHaptan 6angar.

Famma

ANbDyMHAH

3ypar 3 TM-bIH yea M-yypar TogopxonnoracoH 6anagan: MmctorpaMmbiH ramma
yypruiH 6anpnang
NUNpax eHaep, HapuH, WOBX Opon Hb M-yyprunr MNapxXmmnsiHa.

TM-ninH 82%-0 Hb CY3-a M-yypar Togopxonnorggor 6a ynacaH ToXMongona Unpaxrym
Bbamk 60nHO. OH3 yea WI3CHUM YYPrurmH anekTpodopesbir XX LWaapanara rapaar.
Tyrman MumenomblH yen M-yyprumH XamKkad MX3BUNaH 3r/n—c mx 6amx 6Gonosy 5
Toxmongon 6ypuinH 1-g Hb 1r/n—c 6ara 6amk 6onHO. JH3 ToXMoNngona WadcaHa beHc-
YKOHCbIH  yyprir unpyynax Hb OHOWWAH ad  xonborgonton 6Gawnpar. TM-bir
napanpoTeMHeMunH 6ycag amraryyag 6onox BM, UlTl, LUTM, TMI-aac anraH oHoLOX
Wwaapgnara rapHa (XycHart 4). TyyH33C ragHa CUMB3HT 3C PYY XONKMXK 4Yagaarym
X3BUNH Ouw B 3C MOHOKMOHT yypryyablr anrapyynax Tyn 3apym TeprnuiH numdgom
6onoH B acuiH rapantan xaBapbiH yea M-rpagueHT Toaopxonnorgaor.

XycHarT 4 MOHOKNOHT raMmanaTuiiH xanbap, snraH OHOLIUIITOO

amraryya "apax eepynentyya
M-yypar eHgep, HapuWH, LOBX OPOWUTOW 3yparnan
TYI’MSJ‘I MuUeriom XapargaHa

M-yypar > 3r/n

FAcHbl aMrar eepunent TOAOPXOMSOrgoHO (OCcTeonus,
Tapxmarn OCTeONneHun, aMrar xyrapan)

LLlaBna yemreHg cumBaHT ac > 10%

CRAB
Topopxounorgooryn | M-yypar < 3r/n
MOHOKIOHT LLlaBna 4yemreHg cumBaHT ac < 10%
rammanaTu LWsacang M-yypar nnpaxryn

OMHIM3YNH LUNHX YTYI.
LnHx Tamparryn | M-yypar < 3r/n

MWESIOM LLlaBna yemreHg cumnBaHT ac >10%
OMHIN3YNH LWMHX YIy1

CumnB3HT acuiH | 3axblH uycaHg > 20% CUNB3IHT ac

nenkemu M-yyprumiH xamxas bara

MX3BYN3H 3anyy HacaH4 TOXMONGOHO

YemerHeec ragyypx | 3eBxeH Har rasap xaBapblH Lyn 6anHa
nnasmaumTom Bycaa AcHbI aMrar eepynent yrym

CwninBaH GONOH LUIIICIHA IMIAr YYPrUAH UNPINTyN.
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BanbgeHCTpOMbIH M-yypar Hb IgM xan6apTan

mMakpornobynmHemn | LlycHbl 3yypamTram YaHap UXCax Xam LUMHX

UlaBna demer QaCKMNT WUXTaK, nNumdonnasMmoumT
ONLUNPHO.

Tann6ap: CRAB- Hypercalcium, renal failure, anemia and bone lesion -
rmnepkanbunemu, 6eepHun aytargan, uyc GaraganT, SAcCHbl eepynent, IgM-
UMMYHOrnodynuH M

MonuknoH rammanatu B ac Tapxmanaap wugsBxxkux yepn, Tyxann6an CUCTeEMUH
YP9BCAn, [fapxfiaa TOrTOMNUOOHbI MAO3BXXKIIAAC YYCCOH ayTOMMMYH 3MrarvnH yea
CUMBAHIMMWH 3NeKTpodopesblH rmctorpaMmma ramma yyprumH dopakl, epreH cyypbTan,
AYyryn OpOWTOW, rypBarkuMH Masiraap uxcax 6ampan xaparggar (3ypar 4). NonuknoH
rammManaTtu Hb YP3BCAUWH Xapuy ypBang X34 X349H TOPSIMNH MMMYHOrnobynuH 33par
AnrapcHaap WIdpXMM WMX3CCOH rammarnobynuHaap Hexuenager. ONarHU  aMrar,
ayTOMMMYH aMrar, 6akTep, BAPYCUIH LWanTraaHT XanaBapbiH Yen NOMVKIIOH YYpryyabiH
anrapan nxacgar (XycHarT 5).

AnbbymuH

MonuKNOHT rammanaru

5 Famma

3ypar 4 NonuknoH rammanaTtuiiH yeunH CY3-uinH ructorpamm: Mamma yyprnH dpak,
60CO0 TOHXNAIT eHaepcex 60N0BY 6preH cyypbTan, Ayryn OponTon xapargaHa.

XyCHIrT 5 [NMNonmknoH rammanaT nnapy 60nox amraryya
Xangeap BupycuiiH xangeap: renatut, JOX, MOHOHYKIEO3,
CanxuH uauar
HsHrMinH xangeap: aHgokapauT, OCTEOMUENUT,

BGakTrepemu

Cypbea
Xonb6ory 3gnnH Capkongos
amraryya Xapnar TecT apTpuT
OnarHum amraryya OnarHum xatyyparn

Apxungax amrar

AyTOMMMYH renaTtut

BupycuunH renatut

AHXAary uec 30rCoOHrnLWNbIH WanTraaHT 3narHnm

xaTyypan
AHXOary LecHun LOProHbl CKnepos

bycapg apxTHuin ©Haresy, yyLuru, anar, 6eep, xoon 6onoBcpyynax

xaBgap 3aMblH XxaBgap

bycapg ypascant Xoon 6onoscpyynax 3aMblH 3Mrar: wapxnaa, KpoHbl

aMmrar ©BYMH

YYLIrMHbl 3Mrar: 6poHXaKTa3, apxar ryypcaH Xo0nonH
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YpaBCan, xaTraa)
[oTooa wyypnuiH 6ynumpxanH amrar: pernBcuiH
©BYMH, XalLUMMOTOIMNH TUPEOUANT

AMrar cyananbiH OHOLKUIITOO
AMUNONAO3bII OHOLISIOX YHACSH LUMHXWUArAaHMI apra tom. Ogooroop maaargasg byn
aMmunonabiH BUOXUMUIH O34 TepPNyYL AO0PX LUMHXYYA33P XOOPOHO00 TeCTan. YYHA:

— HanpnarblH XyBb[, rypBaH YHOCOH X3Cra3c TOrTOHO.

— Tycran 6yaryynaap wxun 6yaargaHa

— TynnwwupcaH ropang eBepmeL, nnpantam [9].
Amunong smarTt 3CUAH ragHax OpuYMHA CyypuriH mMeMbpaHbl garyy Xypumrtnargax 6a
fiBaaH4aa uynnar Savnr aapX, XaTuHrapuyynHa. AMUIIOMAO3bIr OHOLUSIOXOn 34UNH
LLUMHXWIT33r:

— AMUNIONO03bIH XypUMTar YYCCaH 3pXTHI3C 3 aBax

— AMUNOMO03bIH XypUMTRan yycaary 60Mn0BY TOrTONMLOOHbI aMUITOMA03 XaMrUiiH

NNYYTAM TOXMONAO0r SPXTHYYAIAC 34 aBax 3apyum bapumTtnana.

OXHUI 33MKMHA, 3 3PXTHIAC, Tyxamnban xoon 6onoBcpyynax 3amblH 3PXTIH, YPYYIibiH
LWYNCHMI Bynunpxan, XaBIMIMH XaHblH apbCaH JOOPXM 66X6H 3433C LUMHXWUT3S aBaxbIr
3eBnex banHa.
Xoon 6onoscpyynax 3aMbiH 30UlH WUHXUM233: X0on 60noBcpyynax 3amblH 3pXTHYYA
amMunonaosn epTex Hb TOrTONLOOHbI aMUNonao3biH ron unpan 6ereen aHa yepq Oynn,
HapuH, 6yayyH OOMOH LWYNyyH [343CH33C LUMHXMAIA3XYYH aB4y 34 cyananbiH
LUMHXWIT33raap oHowmnr 6atanHa. AMHaac (xan, Oynn 33par) XOLWHOro XypTan xaaHa M
ToXxmongox Gonox 6Gereen axHWM yead LYCHbl CYACYyAbIr Xamapd, Cyyngaa carncTbiH
A00pX, OYNYMHIMH gaBxapra, ranTaH XanbCHbl JOOPX X3Car pyy Aaamxupaar.
XrA, AA, TTA xanb3puinH amnnonaos Hb CancTblH 4004 AaBxparag UnyyTan TOXMOonaoxX
Tyn AypaHraap 34MWr ryH3sC aBax LWaapafiaratan. Xogoond, A4334 roAdCHUN 3OUNH
LUMHXWUT33 Hb LWYIYYH FMAA3CHUI SOUNH LUMHXWUITI3HIAC NNYY M3ApPar.
YpyynbiH wyncHul 6yndyupxalH 30ulH wWuHXunasa: XrA, AA, TTA-biH OHOWIWIITOOHA
XOparnaragar, OpPYMH yed M3C 3achblH KWXKUF  3YCrar XWWAragar, O€Aon TaBux
lWaapgnararyn 33par gaByy Tantan. LLUurpeH xam WuHx, WwyncHun 6ynmpxamH HaBYASC
39p3ar UN3PC3IH Yea XMNraaHa.
X38ruliH 6MHed xaHbIH apbCcaH O00PXU 66X6OH 30UlH WUHXUM233: 0.7-1.2MM ronyTon
TapuaHbl 3yy X9parnax 0a xacar raspblH M3433 angyynanTt XUk, ceper gapantaap
OOXHUN 3OMNAr Tapuypaap copyymk aBHa. Copyymk aBcaH 3guir 2 TaBuyp LIUN
awwurnaH Typxay 6anassg, araapT xaTaax, KoHro ynaan ©ygraap 6ygax 6a eexHuin
Aycnaac unyyTan eexHUn 3aBCPbIH 3434 aMmuriong YYpPrumH XxypuMmtnan unapaar. 3apum
cyaonaauvg ceper gapantaap copyynaxag copbl waapanara xaHraxrym 6anx apcgan
eHOep raX Y3334, 3aunH xaTranTbliH 3yy (16G) 3yyraap xatrax, 30mMr—aac 6Gararym
XOMXKISHUA ©OXHUA 3OUNT LUMHXUITISH, aBaxbir 3esneger. ABcaH 3aunr 63XXKyyrx,
aguur 6onoBcpyynax gamxknara sBarfgax, JflaaHbl TOCOH Onok 6anTroH  4-8Mkm
3y3aaHTamn 3ycrnar 6aNTrocHU Japaa 3aUNH Aamknaraap naaHbl TOCTYMKYYIK, KoHro
ynaaH 6ygraap 6ygax WUHXUNHI. BaxokyynanT xaHrantryu, 3y3aaH 3yCcrar Xunxrym 6on
Xyypamy ceper xapuy rapax SpCA3nTal 33pruur Toouoonox 6a Typwnaratanh amrar
cyasiaad LWMHXUICHI3P OHOLUUITTOOHbI M3Apar YyaHapbir 93% xypTan mnxacragar 6anHa.
AMMNONO03biH 30HXUIMOH TOoXmonagox xanbapyya, AA, XrA 6onoH 6ycag yaamuunbiH
X3n03pyyANNH OHOLLMITTOOHA X3P3rnaHa.
AnazHul 30UliH WUHXUM233: Inar, 6eepHNn 3ANAH LUMHXUITA Hb XYHA X3N03pUIH LyC
angax, anarHun OypxyynuiH ypargan, d3pan yycax 3pcadnTan Tyn aMmunouaosblH
OHOLUWITTOOH, TOOUNEH XUUraaarryin.
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beepHul 30uliH wuHxXuneaa: XrA, AA, TTA xanbapyyauiH yeq amunong 6eepHuii 3034
XypumTnargax Hb anbar TOXMonaox Tyn sfraH OHOLUMATOOHZ TOXMPOMXKTOW. beepHui
SONNH LUINMHXNNI3raap 6eepHUn TYYAraHUPUIAH, CyaacHbl, 3aBCPbIH 9AUNH, CYyBraHLUpbIH
Bycag 3MraruMinr snraH OHOLUMOX Yp AYHTAM apra oM.

bycad 3pxmHyyOuliH 30UlH WUHXUM233: XOBOP TOXMONAON4 XuMx OONoBY 3YPXHUIA
9HOOMMOKApAbIH OMOMNCU Hb 3YPXHUN aMUNOMAO3bIH OHOLUMATOOHbLI anTaH cTaHgapT
X3B33p Oarraa. MagpanuiH SAUNH LUMHXWUNTS3 Hb TeaunneH magpar Oyc, xoépaory
xangBsap, M3APaNUnH YN axunnaraaHbl angargan unpax maragsian eHaep Y TapXuHbl
9OMWH, 3axblH M3ZPYYNunH (n.Suralis), OYNYMHIMAH SANAH LUMHXUIT3 XUMXK, Gycapn,
9MIarasc sdnraH OHoWOX LWaapanaratan. ACHbl  XSMUWH  MUMMYHOTMCTOXUMWWH
LWMHXWUITT3S XUACH33P XrA-r OHOLWINOX M34par 4aHap Hamarggsr 6a AA, TTA
Xan6apyyaunr sanraH OHOLLUIIHO.

3aunH GonoBcpyynanTt, 6yganTt. OpXTHYYA33C aBcaH COpbUbIr 3Mrar cyanarnbiH
nabopartopua XynasH aBy OYPTrasmKyynHa, SMHIN3YNY 3MY Hap SMHIN3YMH LUMHXUIAT
TOBY 60N004 CIKUMMDK OYN OHOLIMWM SOUMH LLUNHXUITTISHUA UAr33X OGUYUrT 3annwrym
TyCraxk TOMAJIMIHI. DAUNr eepuiiH 333anxyyHaac 10 gaxmH unx, 10%-unH opmanuug,
(bycbep dopmanuH) BaxKyyncoH 6GanmHa. 3484 naaHbl TOC HIBYYYNOX SHIUMH
TMCTOSNOMMNH Aamknaraap AamxKyyrnHa, naaHbl TOCOH uyTramar 6mnok 63anTraHa, 4-8Mkm
3y3aaHTam 3yCnar Xumxk, onumn 6aNaAMaNuMAr xa4 X949H TaBWyp LUUIIAHA XaHranTTau
TOOroop aBHa. YYHMMA [Japaa naaHbl TOCTYWMXKYYNAX Yye LwaT dsargax, tan TaBuyp
LWNNTON 3YCMIrMNUIr 3HMMWH reMaToKCUNNH-303MH ByarnnH aamxnaraap 6ygax, LaByyHbl
Tycnamxram Oypxyyn LWWAWMAT Haax, Guuann 6angmanuinr xasnkyynHa. YngcaH Tan
TaBuyp LWWUNTIA 3YCMIrMAr TyxXauH YWNOBOPUAH NPOTOKONbIH Aaryy KoHro ynaaH
OyaorvnH gamknaraap 6ygax, Oypxyyn wun Haax, omymn 63ngmManuir xasnkyyrHa.
(XaBcpanT 1. KoHro ynaaHaap 6yanax TEXHUK)

Buuun 6angManuAr WKUHXN3X: [3pANNH MUKPOCKONbIH apraap reMaToKCUMH-303UH
OyarMnH 6mumn 63NaMINUIAT WWMHXN3H aMUiona TecT YYPrnH Xypumnan 6arraa acax,
CIKUITAIN OpYMH Barraar Toapyynax Cyypb LUMHXWUIIT3Ar XUWHI, waapanaratan 6on
Ouuun 6angmang TAaMAJrnaras xurMH3. YYHUM gapaa Tywnwpyynard Oyxui ropnunH
MUKPOCKOMbIH ~ TycrnamXtamraap MIprawcaH, Typwaratam 9Mror cyanaad amd
LWMHXWUITHA. KOHro ynaaH 6yarninH apraap Tynnwpyyrnard MMKPOCKONT aMuriona Yyprmu
XypymMmnanTtan Xacar 104 HOrooH (ariMMaH HOFOOH) eHreep rapanTaX xapargaHa. napy
Oyn amrar GyTUMNH eepYNenTuir 3NraP3HIryM TAMOIMNIXK, OYTHANAT ery, 6apuMmkyynaH,
rapblH yCar 3yp>x 6atanraaxyynHa.

MmMmmyHoructonorunH apra: JlaaHbl TOCOH uyTramarT UMMYHOrMCTOXUMUIWH apraap,
LWMH3 B3XKYYNaarym aasg MMMYHOMNIOOPECUEHUMIAH apraap, XenneeceH 3YCrarumnH
Tycnamxtanm TyC TyC LUMHXIAH unpyynax 6ereen XrA-g MMMyHoOMNOpecueHUMNH apra
Uyy mMagpar rax y3gar. MIMMYyHOrMCTOXMMWWH  LWIMHXUT33radp AA-blH MOHOKIOHarn
acparbueyamnr nnpyynax Hb M3apar YyaHap eHgep Gampar 6on XrA 6onoH TTA-O Hb
TeavneH awwurnarggarryn 6amHa. MMyHONIOOPECUEHUNAH apraap XOHreH rUHX
kanna 60510H nambaa 6yaaK LUNMHXMIHS.

UmmyHo2ucmoxumuliH apea naaHbl TOCOH LyTramraac 3ycMar 6anTrax, acparbueunir
YWNAB3PNardYMnH 3aaBap, MPOTOKOMbIH Adaryy uHKybauu siByynaH, yp AYHr FOprviH
MMUKCPOCKONOOP YHAIMK OYrHOH3. XycHArT Ne 6-4 amunouvabiH 3apuM O34 X3B LUVHXUAT
Anrax UMMYHOIMMCTOXUMUIH YPBAIDKUIAT XKarcaanTtaap y3yynas.[14]
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XYCHArtT 6 AMUIonabIH X3B LUMHXUIT Arirax ypBarnk

OX YyCraBap LLIvHrapyynant, nHkyGaummH ©OMHex bynary
Xyrauaa oanTran ooaunc

Amunong A/ AmYmed, clone | WuHrapyyncan (1:30), 6yTtaH | Waapgnarar | AEC

mcC eaep yn

Amunong ATTR/  AmYmed, | WnHrapyyncan (1:800), 6yTtaH | Waapgnarar | AEC

clone TIE egep ym

Amunong kanna/  AmYmed, | LUnHropyyncaH (1:1000), | Waapgnarar | AEC

clone SIN OyT3H egep ym

AmYmed, clone KRA/KUN LUnHrapyyncaH (1:1500), | Waapgnarar | AEC
OyT3H egep yn

Amunong nambga /AmYmed, | LUMHrapyyncaH (1:1000), | Waapgnarar | AEC

clone HAR OyTaH egep ym

Amunong nambga /AmYmed, | WnHrapyyncan (1:500), 6yTtaH | Waapgnarar | AEC

clone ULI/LAT egep ym

mmyHopriroopecueHyutH (OapxaH mysiapribiH) apaa LLUMHXNArgaXyYHUAr

BIXKYYNIXTYNIradp xengeerdy MUKPOTOM alUMrnaH S4unr xengeex uytraHa. LlytracaH
3aMnr 4  MUKPOMETPUWH 3y3aaHTam Xengeerd MWUKPOTOMOOP 3ycd, ragyypaa
3opuynanTblH OypxXyynTan TaBuyp LWWUNSH O33P 3YCMIArMnr TaBbX 63anTraHa. [apxaH
TysiapsiblH ypBaséli XMWX33C OMH6e ApfNNH MUKPOCKOMOOP 3YCMIruMWr YHAsmK, Lanrax
Waapanaratan. AraapT 15 MWHYT XaTaacHbl [Japaa [apxaH TydaprblH ypBanmx
aycaaxag ©a3naH 6Gonox ©Oereen TacanraaHbl  Xamg, U9B3p  opuuHg  Gannrax
Wwaapanaratan. YAngsapnardymiH 3aaBpblH garyy 9494 ypBan siByyrnHa. 94 43X gapxaH
TysapriblH ypBan gdBargax AyyccaHbl Japaa ycaH CcyypbTanl uaByy alumrnax oypxyyn
WMNUAT HaaHa. buuun GanamanunH GoMNoBCPYYNanTbiH YW SABUBIF 3Mrar cygnanbiH
nabopaTtopuMH TEXHUKY XUMXK rynuatrax 6a 6Guumn 6angmanyygunr 3opuynanTtbiH
XapaHxyn OpunHA Xaaramk, AMrar cyanaayd aMmung Xynaasnrax erHe.

XapaHxyn opyvMHA4 UMMYHONopecueHUM YyCryyp uaxmm dunymn 3ypar aBd xagranax
nporpaMmm OyXMin MWUKPOCKOMbIH TyCrnamXTamraap CoOpbUbIlr LUWMHXM3H, wunapy Oyn
©OpYNeNTUNr TAMAOJMMIXK YHAMHI. YHONraar TyxanH egeptee Oywy 24 uarmiH goTtop
Gartaak M3pPralCaH 3Mrar cyanaad am4 xunx 6a mnapy Oyn eepunenTunr TOMAIMN3H,
Ouuunn 3ypar aB4, 6apuMTXKYyIK, OYrHANT erHe.[14, 15]

HaH Ouunn OyTuMMH wWKMHXMNr33: MaHan opoHA4 O0400roop  XMUragarryn
WNHXUr3gHMA  apra. HaH Guunn  6yTuminr mnpyynardy SneKkTpoH MMKPOCKOMNOoop,
YNbTPaAMUKPOTOMbIH TycnamTam 3yCCaH Obuumn 6anamang XWnrgaHs. ©pgep TyTMbIH
NPaKTUKT aMUITIOMA03blH OHOLLUMNTOOHA TOAUNNEH epreH Xaparnagarryn 605oBY anraH
OHOLLMIITOOHbI 30PUNTO0P XUNITA3H3. AMUNONMAO03bIH PUOPUN WIMPXTYYA Hb MXIBYNAH 2-
10HM opuuMm, Togopxon Byc ypTTan, canaanaaryi 6Guumn wunpxryygaac TorroHo [11,15].
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3ypar 5 AMMIOMAO3bIr OHOLUMOX 3MIAr cyananbiH WUHXUNIE3 — KoHro ynaaH 6ygant:
a) 6a b) 6yayyH ragacHum Guoncu: amunong KoHro ynaan 6ypanTt, Tyunwpyynard
MMUKPOCKON XapanT, C) ACHbl XamuhH 6uoncu, d) OyryiH cyBrmnH Guoncu, €) eexeH
9O0UMH Buoncu: Kanna XeHreH MMHXWUT YyprunH acparbue, f) eexeH agunH Guoncu:
nambaa XeHreH rMmHXUT YyprunH acparove

B.5.2.5 BaraXXvnH WHNHXNNIas

OPXT3H TOrTONUOOHbI MAMTII33C Xamaapy BaraxXninH LWNHXUT3ar XMNHA. YyHA:

— 3ypx: 3UB, 3XAL, 3ypxHuiA COPOH30H pe3oHaHC ToMorpadu (XyYCHarT 7).

— 3nar 6onoH xoon 6onoscpyynax 3am: xaBnunH X0, KT, xoaoon ragdcHUM 3aMblH
AypaH

— Mapgpan: 3axblH M3APANUIAH BUYNAr, BYNYUHIMIAH Laxunraad 6uynar

— Yywur: ambcrasnbliH YN axunnaraadbl COpun, UaaxkHum peHtreH, KT 6onoH PET-CT

XycHart 7 AmunongosbiH yeg 3LB 6a 3XALL-g nnpax eepunentyyg
LUnHXnnraa "apax eepynentyyq
3LBE: - byx xon6ontoa R wygHun ganany 6yypHa
- 3YYH XOBASbIH XaHbIH 3y3aapanT
- LUaaxHun V1-V3 xonbontoHa R wyaHun ganany
Garacax, xaBuiH byc

Q wWyn YYCCIHI3C LWMrAd3C TecT eepuynent Oyoy
Xyypamu LUNra33cunH
eepunenTt  UN3PHS3. Mim  eepunent  3ypxHui
aMuIionao3Ton eBYTHUN
50% xypTanx Toxuonaona unapaar 6anHa.
- TocryypblH XUPB3ArHa3, XOBASbIH XAMH3M angargan
AmunongosblH 3xaH yen 3LB xaBuiH Gamx 6onox 6a
NN3PCIH
eepynenTyyn esepmey 6yc bangar.
3XAL: - 3yyH 6a 6apyyH xoBAnMbIH XaHblH 3y3aapanT
XoBAOS1 XOOPOHS, TacnaBYninH 3y3aapanT
[MepukapOblH XeHANNA, LUIMHIAH Xypax
XaBxnara 3y3aapax
[vacTonbiH yrUn axunnaraaHol angargan /pecTpukTmB

xan6ap/
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B.5.2.6 OHOWMATOOHDbI Wanryyp

XYCH3IT 8 X6HreH rmHxuT aMunongo3blH YEUNH 3PXT3H TOITOMLOOHbI F3MTaN

Ban opxToH Wanryyp
Beep XOHOMMINH WaacHun yypar = 0.5rp, MxaB4naH anbbyMuH
3ypx NT-proBNP > 332Hr/n (6eepHui gytargan aCcBan TOCTyYpbiH

dubpunaumn yrynm yen) acsan Oycag 3ypXHUA 3MIarrymn yen
ANAacCTONbIH ye[ XaHaHbl 3y3aaH > 12Mm

onar 3YpXHWUA gyTarganryi yen afarHUMm Xamkaa > 15cMm, 3cBan
X3BUNH X3MX33H33c LD > 1.5

Magpan 3axblH M34pan: [oo4 MeuvYaunH  XedesiIreeH-M3apPaxymH
HeBponaTu

Ypran Magpan: Xo4ooOHbl XeaenreeH angargax, Xyypamy
TYDKPAN YYCaX, LU33X3 TeBertan 60nox

Xopoog ragacHun | LUnHx Tamaar unapy 6yn yea aguiH WNHXUNra3araap 6atnax
3am

Yywrn LnHx Tamaar unapy 6yn yea 3auMnH WNMHXUMAMaaraap b6atnax,
3aBCPbIH 34UNH SMrar
3eeneH 3 Xan TOMpOX, apTponatn, Xesl [LOrOHUOX, apbCHbl 3Mrar,

TYHranrmiH 6ynympxam ToMpox, OyryiH CyBrumH xam LUMHX

B.5.2.7 flnraH oHoWwMAroo
B.5.2.7.1 AMnonaosbiH 6ycaa xan6apyya
ANMONMMNONPOTEUH AMUITONOO3

AA Oyly “xoépgory” amunoumgo3 Hb YpT XyrauaaHbl TypLing YProrbKUAC3H apxar
YP3OBCANT ©BYHUN yen Tyxamnban yeHun ypaBcan (peBMatous nonvuapTpuT, HBEHWUI
apTpuT), raadcHUn apxar ypascan (KpoHbl eBYMH), apxar xangsap (ryypcaH Xoosion
TAN3X 3Mrar, SICHbl MA33T YP3BCAS, Cypbed), xaBaap (XOMKKMHbI ©BYMH, YYLUTN, MBA3C,
lWA3C OGANMMNH 3aMblH ageHoKapumMHoma) rax MaT Gycag ONnoH SMrarvniH yepn yycoar
(XycHarT 9). AA Hb apxar aMrarumMH Ccyypbryn, wantraaH togopxonryn 6amx Hb 20%
G6arHa. CumBaHrMH amunong A yypar Hb YP3BCAUWH yea snrapax LUMTOKMHbI
Hemneereep 9narHW 3C34 HUWNAMWICAH eHAep HArtTam nunonpotemH 6Gereen ap,
9PXTIHL CYY>X aMUNonao3 YyCcrana [33,34].

AMHIN3yn: ONOH 3IPXTHUIAT rAMTIAXK (Beep 6a 3ypx), SPXTIH TOrTOMLOOHbLI amMuUiIongo3
yycragar. beepHuii amrar gasamran, NPoTEUHYPU HUWAT ©BUYTHUA 95% XypTan unapu,
LLIA3CIIP UX XIMXKIIrAIP yypar angax, Heppos xam LWNHX Yycax, beepHun aytaranaap
XYHAP3X Hb Tyraaman [35.36]. Xogooa ragac raMTCOHISC WMMIrASNTUMH angargan,
rOA3CHUIA Xyypamd TYDKPas, cyynrax, Lyc angax LWuHXyyg wnapdy 6onHo. 3ypxuir
rAMTI9X, 3YPXHWUI AyTardan, xam angargan, 3ypxHuri 6ax ToxnongoHo. 3axbiH 60MoH
ypran M3apanunH, apbC, 366neH 3AUNH aMrar, Tyxaunban Xan TOMPOX LUMHX XOBOpP
NNAPHI. ©OBYHMI XOXKYY Yen anar, 43nyy Tomopy 605Ho.

Pesmatong aptputbiH (PA) yea xoépgordyoop amunongos YycBan awoyntam XyHapang
TOOLOraaor. AMHAN3YMH XyBb XOEPAOr4yo0p amMuronaos yycax bawnraar oHoOLoxon
HOH  TyBartan. PA-biH yed Xxoépaordyoop amunongo3 OamBan 30HXUMOH GeepHuin
amunongo3 Ganpgar. Xo€paor4oop yycax ©OeepHUn amMmnouaosbiH 3MHIM3YM Mall
Ganapxan, gang xanoapTon, LWA3CHUA LUMHXUNMI3HA TOAOPXOM eepusienT UMAPIXryu,
anryyp siBUTaM XxaBarHax, yypar snrapyyncaap 6eepHui gytargan xypragar. PA-biH
X0€paory aMmnonaos Hb YEHUIN yyTaHA 3CBan yeHun 6ycag 6ytuag xypuMmTnaraaxrym.
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XycHarT 9 AnonunonpoTenH aMuMionaos yycrax apxar amMrar

Apxar ypaBCanT yeHun ypaBcan

YeunncaH xanyypant

Pesmatong aptput

tOBeHun apTput

AHKMIO3 YYyCrax croHamnuT
lMcopwuasblH WanTraaHT apTponaTu
PeakTtuB apTtput

HacaHng xypardnnH CTUNNMnH eBYmH
OPXT3H TOrTONLOOHbLI YOHOH ApLUMA
Tynan

3p GynNuiH rasap AyHObIH TOHIMCUH
xanyypant

KpnonmpmH xonbooTon yeuYnsncaH xam
LUIMHX

TNF peuentop xon6ooTonm HOBEHMUN
apTpuT

MeBarnoHaT kMHasblH gyTargan
ALleHO3VH AeaMuHasa 2-bIH gyTargan

CyaacHbl ypaBcan

Xasgap

3aHrunaat nonuapTpuT
TakasacuiH apTput

BeHUeTUIMH xam LnHX

ABapra act apTpuTt/lonumuansru

XOOXKKUHbI 6BYNH

BeepHun acuiH xopT xaBaap

Yywrn, ragac, Wwasc G3NrMrMH 3aMblH
afleHoKapuuHomMa

CyypuinH aCcuiiH KapumHoma

Ycnar acumH nenkemu/nnmdgom
KacTtnuiH eB4nH

AnarHnnm ageHoma

— XaBTram Xyyyyp O3CWUWH rapantan
KapumHoma
Apxar xangsap bycag
— bpoHxoakTasun — Cypac, apbcaH pgop amunr 6ypyy
— ApbCHbI apxar wapx Tapux
— beepHuin TIBLUMHLUSPUIAH apxar — YwnaHxant ¢ounbpos
YP3aBCan — Twopoagenut
— HaHmminH wanTraaHT aHgokapauT — KapTareHepuiH xam LUMHX
— Jlenpos — bynn yycrary anngepmonus
— Cypbes — [vnorammarno®ynmHemu
—  YunnnuuH eBYMH — [aBTamxuT HenTponeHu
— Apxar 6pyuennés — [apxnaa gytmarwimn
— Ocrteomnenut — ['vnepumMmmyHorno6ynuH M xam LnHx

SAPHO xam wuHx
Tapranant
NmmyHorno6ynuH
©BYMH

Xagyyp acT uyc baragant

G4 xamaapant

['543CHMI YP3IBCANT ©BYUNH

KpOHbI eBYMH
LWapxnaat konut

WuHXnnrasa:

YeHur apxar ypaBCan, apxar xanasap 33par ypbaan amrar 6avraa acax
JTabopaTopu WnHXMNraaraap dycag amrarnir yrymncrax, CPB nxcax, Y3TX nxcax
ByayyH ragac, 6ynn, xaBnunH apbCaH JOOPX ©6eXeH 3AuWH acnvpauun, 6eep 33par

3aurH Broncu WuHXxmnnrasHg KoHro ynaaH aepar 6amx

CUNB3AHA MOHOKMOHT X&HIeH MMHX nUnpaaryn 6amnx
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— CwumBaHrMiH amunona A yyprH 3Cpar WUMMYHOIMCTOXMMUWH ypBan 605oH
NMMYHOMNIOOPECLEHLMIH  LUMHXWUATA3r OMoNCcuH 3434 Xunxaa 2depar bGanx,
nambaa 6a kanna xeHreH rmHx ceper 6anHa [37,38].

AMunnraa:
— YHAC3H ©BYHWIT yaaaH xyrauaaHg aMynax
— Xagap: XMy 3MYuniras, Mac 3acar
— Xangeap: AHTUONOTUK AMUYMNTII
— PeBmatonormnH  eBuYuH:  MeToTpekcar, nednyHomng,  xnopamoyumn,
Takponnumyc, UHdMkcnmab, aTaHepuenT, KONXMUWMH, aHaknMHpa, KaHakuHymab
Toumnmnsymab [20-26]

ONATIN3TAU XONBEOOTON AMUITONO03

BeepHun apxar gytaranbiH 3UCUAH LWaTaH4 OPCOH apxar avanuauiH (remogmanua 6a
XOBNMUNH Aunanuad) eBuvTeHa Oeta-2-mukpornobynuu (b2mr) 6ueac 6Geepeep 6GoroH
ananusaap OypaH sanrapaxryn XxypumTtnargcaHaac YYcHd. [emoavanuns amMyunras
XUWrO9XK 3X3NCHI3C xonw 7-13 »ununH gapaa eByTHUN 90%-4 [OxA yyccaH Oawnpar.
B2Mr Hb WMX3BYN3H £C, YEHWA Mereepc, yyT, OynuMH, wWepmec, XOoNnboOoCT Cyyx
XypumTrargaxaac ragHa cydacHbl xaHa, xoon 6onoBcpyynax 3amj XypumTtnargada.
©OBUYTHUM HAc eHaep OGaKx, AManna SMUYMNred ypT XyrauaaHg XWMANracaH Tyyx, bara
HOBUMNTTAN (low flux) wyynTyyp, OMO 30XUMXIyW LIYYATYYP X3parnax, 6eepHun
yNaargan Heeurym 6anx 33par Hb XA yyCrax apcaanT Xy4YuH 3ymnc 60sHo.

OMHIN3YN: OBYTHUIN LYCHbI CMB3HA, B2Mr-bl TyBLUMH eHaep Garixaac ragHa aH3 yypar

IC, YeHa XypuMmTnargana. [lapaax aMHIN3YNH WNHXYYA MN3pH3. YyHA!

— byrynmH cyBrMMH xam WWHX - rapbiH wWyy OyrynH CyBrMiH Hapuncan rap eBAex,
Gaganpax, Magpaxyn angaraax WUHXYY433p UNapHa.

— MepHun ye OpyMbIH 3OMAH YPIBCAN YYCOIrTaM XonbooTomroop 2 Mep eBaex,
MOPHUN X6A6eNnreeH Hb Xsi3raaprargax

— OBYTHUIA rapblH anraHbl Hyranardy epmec Aaryy amunoug XxXypumrtnargcaHaac
©BYTOH Xypyyraa TOHWUANIAX yen Hyranard wepmec Tog xapargax 6a rutapbiH yTac
LUMHX F3H3.

— Ye TOMPCOH ynraHxam YYCCIHIIC TYHXHUM TOSTTOMH SICHbI SMIar Xyrapars yycax

— 3apum TOXMONZONA CNOHAMMOAPTPONaTH, HyracHbl XeHAWW HapuiccaHaac meuuns
Caaxux.

— XoJoop rafiacHMM 3aMbIlr UX3BYNSH XamapcHaac ragac Loopox, uyc angax, xogoon
6a ByayyH ragac TanCHI33C Xyypamy Gernepen yycax, Xan TOMpPOX.

— 3ypx, yywrun, apbC raMTaX Hb LG6H TOXMONAOHO. 3ypxXHWW AyTargan, mMuTpanb
peryprutaum yycax

WuvHxunraa: CuneaHa bB2mr-bl TyBWKH eHaep Garx 60MoBY 3H3 Hb apxar guManu3numnH
©BYTOH NX3CcCcaH bangar Tyn [OxA-bIH OHOWMArOOHA a4 xonborgon G6aratan. Ac, yeHun
BaraXkmnH WNHXUAM33: rapblH capByy 6onoH 6ycag yeHwn peHTreH 3ypar, KT 6a
COPOH30H pe30oHaHC ToMorpadua ye TOMPCOH 366516H 34UNH 3MIArMnr OHOLLSOX

AMUunraa: ©sepmeL, aMumnrad Gamxryn. B2mr-oir 6Gueac nxaap ragarwnyynban OxA
©BYHOOC CIPrnnnax 6a siBupbIr yaaawpyynHa. Yp AyHT3M 3MUYMrad Hb 6eep LUMMKYYI3H
cyynrax 60noBY apxar agnanu3ninH eBYTEOH Hb XaBCapCaH 3MrarTan, Hac eHaep Garixaac
ragHa AOHOPbIH XYParnuad Taapyy 33praac 6eep LWNIMKYYISH cyyrnrax 60noMXKryn acsan
yAaaH xynaax waapanaratan 6ongor.

lemogmanua amuunrasHg eHpgep Houunttan (high flux) wyyntyyp awwurnax,
reMoananu3vinH Toor HAMIArAyynax, Laruir yprtacrax, SMUYUIIradHUA aprbir eepynex Hb
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B2Mr-bI KNMPEHCUIT HAIMArAYY3X AMUYMMTI3HUN YP OYHTOW. [[emoamanna aMyYnnrasHum
Tenesnereer 3MYUAradHUA LarvMir eepynex, 3MYUArd3HUN TOOr HAIM3X Oyly Har
yaaarmiH amumnraar 1.5-3 uar, TyyH33C OSIOH Laraap orioo XOHOrT 5-7 egep (egpuviiH
GorMHO XyrauaaHbl remMoamanuad) XWX 33prasp eepusieH XurH3. [emogmanuauiiH
aMuUMNrasHun Gycag apra 6onox remodunbTpaun 6a remogmadunbTPALUNT XUAK
BonHO. ©HOep XenkunTanm opoHL b2mr-bir  agcopbunox Tycram - WyynTYYpuUnAr
remMogmanu3 SMYUIIradHA awwurnax, MeH wWweHe 8 uaraap A0SI00 XOHOrMWMH 6 epdep
(weHuH remogmnanua, guanmsaTt ©OO0NoH UyCHbl ypcranbiH Xypabir  6yypyynaH)
remoananms aMymnrad Xmmaar.

XoBNUUH Ananums aMUYUIrasHunM bB2wmr-bir Wyyx 4vagBap remoguvanmnsaac xapbLaHrym
WYy, X9BMWWH OManu3uiH eBYTHUA Geep yWnn axunnaraaHbl YNAargan HeeuTan
GarpartTan xonbootonroop OXA-blH aMHAN3YMH unpan oygar 6anagar 4 cyganraaraap
BGYP3H HOTNOOTYMN.

[apblH OyrymH CyBrMWH Hapumucan Xam LWUHXUAH yed eBaenT Hamgaax 3MUNH
AMUMNTagHA eBaenT Hamaaxryn 6on sc 60NoH yeHa HI3aNTTanM 6a AgypaHraap CoprasH
3acax Mac 3acarn xunHa [39-42].

TPAHCTUPETUHbBI AMUITONOO3

3p GyNnunH ammnoung nonvHeBponaTtu rax Gereen ONOH 3PXTIH TOrTONUOOHbLI FAMTAN
xaBcapgar. AyTocoM OOMWHaAHT Gangnaap OamMXUH TPaHCTUPETUH YYpPruiH MyTauum
YYCrax yaamLunbiH 3Mrar oM. TpaHCTUPETUH Hb Tupoua naaBap 60NOH PETUHONbIM
xon6ory yypar oM. TTA-ninH yeg 100 opumm myTtaum TogopxomnnoracoHooc TTP-met 30
Hb XaMIMWH TYrasamasn unapHa. Hactam xyH4 TOXMONAOX Hb ONgMOS wWanTtraaHTam raox

y3[ar.

OMHIN3YM: [004 Meyaen 3axblH MIAPANUMUAH Tarwl XaMT XeOesireeH-M3ap3aXYynH
eepunenT nnpax bereen ypran MagpanunH YUNUAH angargnbiH ynMaac XyH4ap4y aMmb
HacaHg apcaan yycragar. 3axbliH GOMOH ypran M3OpPanMNH 3Mrar, KapavoMmonatwu,
GeepHun ayTargan, HYOHUA 3MIMar YYCraHa. 3axblH M3OPanNunH eepunenteec rap
Gapganpax, eBaex, OyrynH CyBrmiH xam LUMHX, ypran M3apannnH SMraraac Typax, oTreH
XaTax, XeBuYpenuuH angargan, oOpTOCTaTUK TUNOTEeH3n wunapgar. PecTpuktus
KapanomMmonaTu Hb 3YPXHUIW ayTargan, 3ypxHun xam angargan yycraHa. beepHun amrar
eBYTHUI 30%-4 TOXMONAOHO.

WunHxnnraa:

— 3UB, 3XALL, 3ypXHU COPOH30H pe3oHaHC Tomorpadu

— byayyH ragac, 6ynn, SpxXTHUIA 3OUAH WNMHXUNTaaHA KoHro ynaaH aepar 6anx
—  CnnB3HA MOHOKITOHT XOHIeH MMHX UNpaarymn 6anx

— bycag amunongos yryncraracaH 6anx

— 9MTc-PYP cuuHTOrpadmu

— [EeHeTUKUMH LLMHXNITI3r XUNX

AMuUMnraa: Onar WUmKYynNaH cyynrax, Tadamua, andryHn3an 39par SMUIT X3parnax
OanHa.

9PXT3H eBePMeLl AMUIIONOO03

MagpanuinH TOrTONUOOHbLI Tanaac amMunong yyprumH xypumTtnantam xonbooTon xapg,

X343H 6uea gaacan amraryyg 6angar. YyHA:

— TapxuHbl amunoug aHrnmonatM Hb 6eTa amwunoug yypar M3HOH GypxyynuiH 6a
TapXuHbl ragpblH XKWKWUT, OyHO 33PrMAH X3MXKI3TAM CydacHbl OyHO, af4BEeHTULM
AaBxaprblH 3aBcap XypangaH ramMTadX, axumar HacCHbl XYMYYCT TapXMHbl OJIOH
X3CArT LyC XapBanT yyCcrax wanrtraaH 6ongor.
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— AnbuxanmMep 6BYMH axumar HacHbl XYMYYCT TOXWMONOOX, TOHIMPIANIMMH LUMHXI3P
AaamMXpaH Unpax Magpan CeHepsIMMH 6BYMH IOM, TaHUH MIA3XYMH YaaBap angargax
Hb YYPrMAH raX HeNeeHWn yrnmaac YycoxX M34P3an CeHepnunuH ToBpyyTan,
M3OP3NIUMAH  LWUNPXITYYOUWH LUMP3NA93C, TapXWHbl ragpblH 9CYYOUMH CeHepenTaun
Xon6ooTon.

B.5.2.7.2 LlycHbl 6ycaa 3Mraraac anraH oHownox (Anroputm 5)

TooopXonry MOHOKITOHT ramMmanaTtu
LLnHx TomMaarrym muenom

Tyrman muesnom

UemerHeec ragyypx nnasmaumTom
BanbaeHCTpOMbIH MakpornobynmHemm
XOHreH rmHXnnH MnMenom

CUNB3HT 3CUINH Nenkemm

POEMS xam wunHx

KpunornobynuHemm

Anropntm 5 XeHreH ruHXxXnnH ammnongosbir LycHbl bycan
9MI3araac AfnraH OHOLUSIOX 3apynm

SlnraH oHOWMNTOOHbLI ByayyBY

YHOCOH LWMHXKUITI3: HamManT WWHXMNraa: OMHanayi:
CYy3, yoTul LA, 3axbiH LyCHbI TYPX3LU, ynaaH 3CUiH TyHax
AXL Xypa, KpeaTuHWH, Kanbuu, yypruid dpaku, 1A, CRAB
KT/COPOH3OH ~ pesoHaHc BZ:MMKpO[J‘IO6yﬂMH, UMMYHOTO0YnuH,
CUMB3HIMIAH XOHIOH TMHX
TOoMorpadgu WELL

PeHTreH WuHXnnrasa

Tonopxonryn MOHOKIOHT M-yypar < 3r/n, wasuna YemreHs cuiBaHT ac < 10%,
rammanaTtu W33caHA, M-yypar nnpaxryin, 3MHIN3YNH LLUMHX Yryin

. M-yypar < 3r/n, wasua YemreH cMmBaHT ac > 10%, SMHAN3YNH
LLnHX TaMAarryn Mmenom LMK yryit

M-yypar eHaep, HapuiiH, LLOBX OPOWTOW 3yparnan xaparaaHa,
Tyrman Muenom M-yypar > 3r/n, ACHbI 3Mrar ©epUnenT TOAOPXOUNOrA0HO.
(ocTeonus, Tapxman oCTeoneHn, IMrar xyrapan), wasua
YyeMreHa cuMB3HT 3¢ > 10%, CRAB.

36eBXx6eH Har rasap xaBgpblH Lyn 6anHa, 6ycag scHbl aMrar
UemerHeec ragyypx —] ©epunenT yryn, CUAB3H GOMNOH LW33C3HA AMIAr YypruiiH
nnasmauyuTom WRpanrym.

M-yypar Hb IgM xan63pTal, LyCHbl 3yypamTrani YaHap UXCaX Xam
LWMHX, LWaBma YeMer 3CKUNT UXTIN, numdonnasmoumT
OnLLUMPHO.

BaJ'Ib,EI,eHCTPOMbIH -
MaKporﬂO6yﬂMHeMM

2L

WY3-uintH wnmxkunrasHa M yypar unapHa. CUABSHINIAH YerneeT
XOHreH MMHXUINH MuenoM || XeHreH rMHXUIr UNpyynax TOOH aprbiH LWNHXWUITS3H, eepynenT
NMN3pH3




B.5.2.7.3 9pXT3H TOrToNUOOHbI apXxar 3Mraraac sifiraH OHOLUSI0X

Xangesap (BupycunH xangBap: renatut, XYHWW dapxnan XoMcASiblH - BUPYC,
MOHOHYKI1€03, CanxXxmH L3Uar; HAHIMAH Xangsap: SHAOKapaAUT, OCTEOMUENUT, \XKUI,
Ccypbed)

Xonbory aguiiH amraryyg (Capkongos, Xapnar TecT apTpuT)

OnarHun amraryya (OnarHunm  xaTyypan, apxugax 3Mrar, ayToMMMyH renaTtuT,
BUPYCUWH renaTtuTt, aHxgary Lec 30rCOHIMMWIIbIH LWanTraaHT 3M3arHMn xatyyparn,
aHxgary XonaHruT)

Bycag apxTHun xaBgap (©Haresu, yyuwiru, anar, 6eep, xoon 6onoscpyynax 3amblH
xaBsgap)

bycag ypaBcanT amrar:

Xoon 6onoBcpyynax 3aMblH 3Mrar: wapxnaa, KpoHbl eBYMH

YywrunHel amrar: ['yypcaH X00si0M Tanax aMrar, apxar ryypcaH XOOSfIONH ypaBCan,
xaTraa

[oToon wWyypnunH 6ynynpxanvH 3Mrar:
TMpeouauT

penmBCUMH ©BYMH, XalMMOTOrMMNH

B.5.3 ©BUYTOHI Nraax wanryyp

[aBamran ramTC3H 3PXTHUWAT TOAPYYNaH, TyXausiCaH MOPraXIMnH 3IMYML WUTa3H,
AMYMIITAY, XSAHANTbIr XUAHA. Anb Y 3PXTHUAM AIMTI3X Tyn SMUUrad, XAHanTaH4
canbapblH M3pPraXUnTHYYA XaMTpaH aXurnnax Hb yyxan.

B.5.4 dmMuunras

B.5.4.1 X6HreH ruHXXMmMH aMmmMnonao3biH 3MUYUNTII

Xoon, acapraa cyBunraa

OMUNH 3MYUIIT33 - SMIAr yypar anrapyynard acuMur gapaHrymnax Xumu aMYunrad
(XaBcpanT 2. XuMn aMunnrasaHum xetenodep)

Yygon ac WwuimkyynaH cyynrax amumnrad (LlycHbl yygoan ac WWMIMKYYNaH cyynrax
yOUpAAMXUAH aaryy). XMy SMUYUITISHUA Aapaa yp AYHI XAHaX, LYCHbl yy4on ac
LUMIDKYYI3H Cyyrnrax aMuYnnraar Xumx 60NOMKTOMN.

[[AMTC3OH SPXTHUI YN axunnaraar 4OIMXNUX - LWMHX TOMAMMAH aMumnnraa. Tyxannbdan,
3YpXHUMA apxar JgyTarafibiH ye Lwartaac xamaapaH guypetuk, 6eta xopunord,
aHMMOTEH3MNH XyBUprard oepMeHTUIr caaTyynary, MMHepanoKopTUKOUA peLenTopbiH
XOPUrAory, aHrMoTeH3vH 6a HenpunusnH peuenTopbiH XOpurnord OynrMnH aMunr
COHIOH X3P3rfaHa. OMUAH 3MYUNTA3 YP AYHIYA TOXWMONZOMA TOXeepemxX Cyynrax
(BeunbpunNATOpbLIH cyynray, 3YPXHUA PECUHXPOH SMYUYMUIITI3) SMYUMUIITID  XUMNHI.
Henponatnk  eBOoenTumnH MEHEXMEHT.  aHTUKOHBYSICAHT,  aHTUAENnpeccaHT,
HEeNPONPOTEKTOP aMYUITaa 6a ByrynH Yur TaBuHa.

B.5.4.2 XuMmu aMumnras

XycHarT 10 XMy 3MYUIT33HUA COHroNT

LlycHbI YyA3n 3C WWIMKYYIN3H cyyrrax
3IMYMIIFI3 XMNX BONOMXTOMN

OXHUIN COHIONTbIH AMYMITa3:

e [apaTtymymab 6a N'vanypoHngasa-
fihj/bopTesomunb/Lunknodocthamma/dekc
amMeTasoH

e bopTtesomunb/Lmknodpochamma/dekcam
eTa3oH

LlycHbl yyA3an 3¢ WWUITKYYN3H cyynrax
3IMYMIITI3 XMNX BONOMKIymn

OXHUN COHIrONTbIH AMYMATa3:
Hapatymymab 6a 'vanypoHuaasa-
fihj/bopTesommnb/Lmknodocthamma/dekc
ameTasoH
BopTtesomnb/LUnknodochamna/Oekcam
eTas3oH
Mendanan/[ekcameTasoH
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[apaarmiH COHroNTbIH SMYNUIITI3:

e bopTtesomunb/[ekcameTasoH

e bopTtesomunb/IleHanngomma/dekcameTa
30H

e BbopTtesomnb/Mendanar/[ekcameTasoH

e JleHanupomua/Unknodocchdamua/dekca

[apaarviH COHronTbIH 3MYNNTI3:

BopTesomnb/[ekcameTasoH
BopTesomnb/NeHanngomng/[dekcameTta
30H
BopTtesomnb/Mendanan/[lekcameTasoH
Nenanupomua/Unknodocamua/Oekca

MeTa30H
e JleHannpomuna/[ekcameTasoH
e MendanaH/[ekcameTasoH

MeTa30H
e JleHannpoomuna/[ekcameTasoH

LLnHa3p oHonoracoH XrAMNonao3biH SMUYMAT33HUA 3apymMm

l

l l

Apcpan 6araTtan, ASCT XuMnUnrax
6onomxTon eBUTHYYA (~20%
opuumMm)

- Hac<70

- ECOGPS<2

- NT-proBNP < 5000Hr/

- cTnT < 60Hr/

- 3yyH xoBanbiH EF > 45%

- NYHA aHrunan < lll

- CwucronuiH gapant = 100mMm
MyommHG

OyHp apcaantan, ASCT
XUNANIr3X 60NTOMXIYH,
3YPXHUIN YN aXunnaraaHsl
anpgarpan I-llla wat
(eBUTHYYHAMH ~60%)
ASCT xunxryn 6anx TymnbiH
acpar 3aanT 6onoH
XaBcapcaH aMraryyanmr

©HAep 3pcaA3NTIN 6BUYTHYYA
(eBUTHYYAUNH ~20%)
- 3YpXHWIA yin axunaaraaHbl
anpargan llib
- NYHA -1V wart
- ECOG PS=4
HarangaH nnapy 6onox

AMIar eepynenTyyaunr
YHAOMaX

YH3Max

- eGFR > 50mMn/mMuH(1.73m?
ananusg opx 6yn yen)
- bunnpy6bun > 2mr/gn
- DLCO >50%
HarangaH nnapy 60nox amrar
©epUNenTyyauUNr YHINaX

Dapaax Toxuongong boprezomnopn
CyypuncaH MHAYKL SMYMrad Xunx Tanaap
X3nanuax:

- WlaBuna yemrena cnmBaHT ac > 10%

- 9cBan ASCT XUAXWUAT ypbOdunaH xouwnyynax
- bopTe3zomunb xuinxag acpar 3aanTryn yeq
BopTe3omunb gaHraap xaparnax yeq
nabopaTtopuiH xapuy ypBan XxaHrantTtan eHgep
TOBLUMHA Uapy GancaH.

ASCT (mendanan 200mr/m>?)

Hapaax Toxuongona Boprte3aomunb cyypbtan
KOHCONuaaum aMYnnrad XMnx tTanaap Xananuax:
- Maw canH xarac 3acpan/6ypaH 3acpan

- bopTe3omMunb xmixag acpar 3aanTryn yea

l

IMUUNrasaHnm aBL aaxb
IPUYMMTIN XAHANT

BaracracaH TyHraap axnax 6a
X3paB aM TOXmpd H6ansan TyHr
HAMargyynax
JcBan
[apaarninH arHa3HUIN AIMUINT
X3PIArNIAK IXNIX

v

A 4

Xaparnax 6onomxkron 6on CyBorD+daratumumab.

XapaB gapatymymab xaparnax 6onomxryn 6on

CyBorD xuiHa.

- ASCT xmmnxag TynnblH 3CPar 3aantTan eBUYTHYYA34

- Avnanusg 1.73m? TyTama eGFR < 30Mn/mMuH
©BUYTHYYA3L

- bopTesaomunb xaparnaxag acpar 3aantran
eBuTHYyA3g MDe, LMDex, CLD cxemyyabir
X3OParnaHa.




3ypar 6 XeHreH ruHXnnH aMmmnongosblH AMYUITId

M-Dex 6on ctaHgapT amuunras: M-MendanaH, xaBapbiH 3cpar am 60noH gapxnaa

Aapadrynnard, yyxaap émr/egept 1 yaaa, Dex- [lJekcameTasoH

BopTesomunb, xaBapbiH acpar aM. Cyacaap 1.3Mr/m2 7 xoHorT 1 yaaa -2 40N00 XOHOr

Xunx, uaawmng 10 XoHorMmH 3antam xmmx. Kypc amumnraa 21 XoHor.

Tanngomua, gapxnaa gapadryunax, Tamswpyynax am. Yyxaap egept 0.2r
Jlenanungomug, gapxnaa gapadrymnax am, 5, 10, 15, 25mr

- [JOKCUUMKIUH yyxaap 3eBnex
- BbopTte3omunb xsHanTTanraap apbcaH oop TapuHa

- bopTte3zomnb
COpPrumnnax

SMUMITA3HUA  yed TPOMOO3bIH  XYHAP3M33C  ypbAuyunaH

- 3YpPXHUN aMUNIOMA03TON XYHA, NEHANMAOMUABIT MaLl XsiHanTTam XaparmnaHa

- Xepnec 30CTep BUPYCIIC YpbAUUNaH CIPrUNANHI.

- OMUMNIa3HUN 6MHe aNarHmn B BUPYCUIH XangBapbIr warnrax XaparTan.

- XnMu aMumnraaHaac 30 MUHYTbIH 6MHE rax Heneer Byypyynax 30punroop
BOOeMKUNTUNH 3CPAr, XapLUSibiH 3CP3Ar AMYNNTIAN XUNHS.

B.5.4.3 XaHanTt

XyYCHIrT 11 XeHreH

TMHXWUIAH aMUIoNa03bIH SMYUITTISHUIA YP AYH, Xapuy ypBanbir
XgHax
Wanryyp

IMHHNT3I3HUA YP OYH

Wanryyp

Byp3H zacpan (CR)

Cwite3H Da wWwascHMi yypruliH ansexTpodiopes ba wMMyHoDMKCAUMAH WMHXWUNT33HL MOHOKNOHT
yypar ceper. HenesT XeHreH rWHXMIH ¥3MK33 GONOH XapbUaa x3BWAH Boncod Gaix.

Maw cafH BypaH Gyc
aacpan (WGPR)

SepunenTeHa opcoH DOMCH OpOOryW XEHTeH TMHAYYAWAH XOOpOoHORH xapeuaa < 40mr/n Gonod
DyypcaH

BypsH Byc sacpan

BepunenTteH opcoH BONOH OpoOryA ¥eHTeH MTMHKYVAMAH X00poHAEIH ¥apeuaa byypant = 50%

3acpan yryi (NR)

BypaH Byc 3acpanaac bara sacpan WNapcaH

[aamupax

BypsH zacpanaac MOHOKMOHT yypar 3CB3N X3BMAH OyC UeNesT XBHreH MMHMMWIAH Xapslaa Mnpax
(4enNeeT xeHreH MMH¥ X3BMAH X3INMI3H3IIC JOP XanH X0Ep axuH ux balix &cToi)

Bypax Gyc aacpanaac wilngac nsx M yypar 50%-uwap Byroy > 0.5r/an GonoH H3Maraax, wascHuid M
yypar 50%-wap bywoy > 200mr/xoHor BONOH H3M3MAA3M 3CE3N AMAP Y Y&l XOHreH MMHHKMAH Xapblyaa
50%-wap Gywoy = 100mrin Gonxk HaMarAa3r.

BPXTSH Tormonuoo

3acpan Jaamxpax

3ypx NT-proBMNP 2acpan (cyype NT-proBNP = 650nr/n | NT-proBNP ecent
Oyxuid eBuTHYY3A > 30% Gyioy > 300nr/n Byypua) | (230% Gywy > 300nr/n),
3cBEan acean cTnT ecent = 33%,
NYHA* adrunanaap3, 4-p ye waraac = 2 ye | acean EF byypant = 10%
watazp Gyypax

Beep WazcHui yyprix Byypant = 30% eGFR-win Byypant = 25%
3CE3N
faampax xaHanarartai SespHui yiin
AMWUNNAraaHL ANAArAANNYA Vel 24 LarT WwascHWid
yypar 0.5rp-aac bara baiix.

3nar LU®-witH xame33 50%-aap Byypax. LUD-MiAH x3M#33 XaMrWiAH Dara X3mmasHasc

Oypc  oHOWMNToOHBI  WHMH¥WNAr33HL — 3n3rdvi | 50%-aap ecex.
X3MHK3I3 2 Zem X3Mw3araap baracax

3axeiH M34P3MNHIAH
TOITONUOo

JaxeiH M34P3NWMAH  BUUN3MT M3AP3NMAH C3pan | 3axbiH M3AP3NUAH DMUN3IT M3AP3NWAH C3p3an
OAMKHNT XYPACAHA. OAMAWNT 68pUNeraeH, HeBPONATH TYHITMADHS.

Tann6ap: NYHA™ -

3ypxHuit apxar aytaranbiH Hbio-MopkuiiH yiin axunnaraaHsl
aHrunan

28




AnropnTm 6 XeHreH ruHXuinH ammnongo3sblH SMUYUITTIHUNA YP AYHI XsTHaX

OXHUN COHroNT 3MYUITIS
XM amuunraa * 2-3 ygaa

\ 4

y

\ 4

3acpanTamu

BypaH 3acpan Malu canH 6ypaH BypaH 6yc 3acpan < BypaH 6yc
3acpan
A 4 \ 4 A\ 4 \ 4 VL
Llaawng 6aTtaTrax Laawng 6aTtaTrax OpXTaH OpXTaH
3 yaaarninH xmmm 3 yaaarnnH xvmm TOrTOMNLUOOHbI TOrTOMNLOOHbI
3MYMNII3 3CBA 3MYMNII3 3CBA 3acpanTtan xvMmu 3acpanrym acean
AyTo LlycHbl yyaan AyTo LlyCHbI AMYMNII3HA OpXTaH
3C LUMITKYYI3H YyyAaan ac TIBYUN MYY TOrTOJILIOOHBI
cyynrax aM4mnras LUNIDKYYIIH 3acpanTau, canH
cyynrax aMunnraa YP OYHT3N
_»
OPXTOH TOrTOMLIOOHBI Axunrnax [apaarniH coHronT

AMYUIITID

OPXT3H TOITONLOOHBI

3acpanrym

XYCHIrT 12 XeHreH ruHXxuiH ammnongosbiH yeq 3eBrnemk 6onrox Oyn sacpansir

XAHaX, YHON3X AaBTaMX

Xumm LlycHbl yyA3n ac | AMUYMArasaHun aapaax
3AMYUNTIIHUN LWKMIDKYY3H XSIHanT
TypLu cyynrax aMmymnras (6yx eBUYTOHA)
XUWNT3C3H
YHanrag IMUUAr | SmMumnr OMYUATI3HNI 2 cap 6
39 39 napaax 100 gaxb 6yp cap Kun
BypuiH | oyycca epep Oyp | Oyp
Aapaa Hbl
Japaa
LlD,LU * * * * * *
CUNBSHIMIH * * * * * *
KpeaTUHUH,
MOYEeBUH * * * * * *
OnarHum ymn
axunnaraa
SPEP/IFE * * *
UPEP/IFE * *
(XOHOIMIH LW33C)
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FLC * * * * *
cTnT I (or cTnIT) * * * *
NT-proBNP (or * *

BNP)

XOHOMWH * * *
LU3SCHUN HUNT

yypar

OMH3M3YWH * * * * * *
YHImraa

TTE, * *
transthoracic

echocardiogram

[ * | - yayynantuir wanraHa. SPEP — CUMBSHIMH yypruH anektpodopes, UPEP -
LLIA3CHUI YYprnH anekTpodopes, IFE — ummyHodumkcaum, FLC — yeneeT XeHreH rmHx

B.5.4.4 Xanant 6a yHanras
XrA eBYHUM ye waTbir 3ypx 00noH 6eepHUn XyHAPanunH Gangnaap YHamK, TaBunaHr
TOAOPXONNOX LWanryypbir Xaparnagar.

XYCHIrT 12 XeHreH ruHXnunH aMmmnonaosblH ye Wwat, TaBunaHr YHanax
BocToHbl Nx cypryynunH wanryyp (LillenessHap, 2019)

Ye wat | buomapkepyya AmMbapax Yagsap
Wat 1l | TponoHuH |, BNP 3aar xamxa3Ha3c bara Togopxonnoorym
WaTt 2 | TponoHuH |, BNP-UIMH anb Har 3aar XaM»K33H33C 9.4 xun
nx
LWaT 3a | TponoHuH |, BNP-uinH anb anb Hb 3aar 4.3 xun
XOMXKI3HIIC UX
WaTt 3b | TponoHuH I, BNP -uiH anb anb Hb 3aar 1 xun
X3MXK33H33C ux, BNP > 700Hr/n (> 83nmonb/n)

3aar xamxa3: TponoHuH | < 0.1mkr/n, BNP < 81Hr/n (< 9.5nmonb/n)

XycHarT 13 XeHreH ruHXxuiH amunogosblH yeq 66eepHUii XYHOPSNUWT YHIMIX Wanryyp
Ye TopopxonnonT 3 xuna guannag
wart OpoX Maragnan
Wat 1 | NpoTtenHypu < 5r/24u 6a eGFR = 50mn/MuH 0%
WaTt 2 | MNpoTtenHypu > 5r/244 acean eGFR < 50mn/MuH 17%
anb Har
WaTt 3 | NpoTtenHypu > 5r/244 6a eGFR < 50mn/MuH 60%
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XABCPAIT 1. KoHro ynaaHaap 6yaax TexXHUK

YnaBapnardymiH caHan 605roCoH NPOTOKOSbIN Jarax XaparTan.
1. Xoparnargax 6arax, matepwan, ypasnx:
— Har ygaarninH nuneTk
—  Bypxyyn wwun, 6ans3am
— bygar, ypBanx
— JlabopatopuiH uar
— WwuHraary yaac
— WwnnHun xapangaa
2. bypangaxyyH:

Hap Tepen XOMXKI9 xagranant
1% KoHro ynaaH Xyypawn 100r 15-25
1% MA3MXUIA HATPUNH yycMan 100mn 15-25
Xappuc acsan Manep remaToKCUunH 100mn 15-25

3. byarunH gamknarbiH NPOTOKOJT:
Ne VYycman ypBasmKUinH Hap MuHyT CekyHg
1 3ycmaruniH Heceer apwunraxblH Tyng
ycaap 3aunnHa

2 KoHro ynaaH yycman 25

3 Hapmanyc 3aunnHa
4  Ypcranyc 5

5 Manep acBan Xappuc reMaTokCUnmH 1

6  [aBCHbl Xy4nurH yycmang XexpyysHa 3-5 ynaa

AYPHI

7 Ypcranyc 5

8 96% cnvpt 2

9 96% cnvpTt 2

10 Kcunon 5

11 Kcunon 5

12 bBanbzamaap 6ypxyyn wun HaaHa
4. 3ycmar 6anTrax:
—  3ycMarmmr MUKPOTOMbIH 3-4 MUKPOH X3aMXX33C33p 6aNTraHa.
5. Baxxkyynant:
— 10% caapmar 6yepnacaH dpopmarnuH
6. YaHapblH XsHanT:
— [Hanyy, 3ypx, 6eep, Tapxu, 6amban Gynumpxan, Homp BynympxanH cancrag
amunong XypumTnargcaH 3OUMNH 3yCMaraap XsHanT XUAHI.
7. Yp QyHr YHONax:
— Awmunowug ag, 303MHoUNb Mexner: ynaaH eHreep dygaraaHa
— beem: xex daraaHaap 6ygargaHa.
8. TexHuk 3eBneree:
— byarmnH ynngnuir TacanraaHbl XamA rynuaTraHa.
— 2-3 TepnuiH apra 6angar Tyn OyarviH HampnarbIr aHxaapax XaparTamn




XABCPANT 2. XuMn aMunnrasaHmm xetendep

XOTONEOP |

HOM 3YM

XMW SMYNIIT I3

TOMAIII3]1

Mendanang cyypuncaH aMYnnrasHun xetendep

MP Kyle1997 MendpanaHn 0.15mr/kr TyHraap |- Omenpason 20mr egepT 1
D1, D7 egep yyHa. yyHa.
MpeaHusonoH 0.8mr/kr - UnnpodnokcaumH  250mr
TyHraap D1, D7 egep yyHa. efepT 2 yaaa yyx
(2 »xunudH mypw 6 donoo - MeereHupumnH acpar
XOHO2 mymamO0 3¢ean Houmou | dnykaHason 50mr
XOpPOrioebIH WUHX mamo32 AMYUIITISHNI 3XHUM
unpax xypmasn 0asmarnm egpeec 10 gaxb egep
xutioae.) XYPTan yynrax

M:Dex Palladini 2004 | Mendanan 0.22mr/kr TyHraap | - Omenpason 20mMr egept 1
D1, D4 epgep yyHa. yyHa.
dekcameTasoH 40mr TyHraap |- LUunpodnokcaunH 250mr
D1, D4 epep yyHa. efepT 2 yaaa yyx
(28 xoHo2 mymama Hutim 9 - MeereHupunH acpar
yOaa 3¢8351 xaMaulH ux dnykaHason 50mr
3acpa’sio XypcH3ac xolw 2 AMYMITI3HUI AXHUI
yOaa 3¢83s1 Hoymou xop0r020 egpeec 10 gaxb egep
unapmasn OyHOxaap 5 ydaa XYPTan yynrax
XUUH3.)

Jaccard 2007 | MendpanaH 10Mr/m?2 TyHraap MendanaHbl TyHraac

D1, D4 egep yyHa. Xamaapy axHun 3 ygaarnmH
HdekcameTa3oH 40mMr TyHraap AMUYMNIIdHNIA gapaa
D1, D4 egep yyHa. XOHIOH 39prnunH nemnkeneHn
(28 xoHo2 mymamoO Huum 18 YYCa BOrHO.
yOaa xuliH3. 12 daxb -Omenpason 20mr
amMyun2asHul dapaa 6ypaH -KoTpumokcason 480mr yyx
3acparid XypCaH, 3MYUN233HUU
seyad Hoymou xopdsi02o
unapean wyyao 302CO0HO)

Mel200 Skinner 2004 | MendpanaHn 200mr/M? TyHraap | -LlycHbl yyaoan acuidr 3axbiH

Gertz 2010 LIYCHbI VY43 9CUNT SPryyInK uyc pyy ganymnaxag G-

Jaccard 2007

canbaxaac emHe D1-2 egep
cyacaHa TapuvHa.

CSF 10mkr/kr/xoHor
TyHraap egep 6yp TapvHa.

Tanupommaon cyypuiicaH 3MYMUNradHum xetendep

CTD

Wechalekar
2007

Uuknodocdammg 500mr
TyHraap D1, D8, D15 egep
yyHa.

Tanunpomup 100Mr TyHraap
D1-21 egep yyHa.
HekcameTa3soH 40Mr TyHraap
D1-4, D9-12 egep yyHa.

(21 xoHo2ulH 3aimatli e84UH
Hamxmas1 6atidand wumkmarn
YP2IIDKITYYITHA.)

-Owmenpason 20mMr egepT 1

yyHa.

- UmnpodonokcaunH  250mr
efepT 2 yaaa yyx

- AnnonypuHon 100mMr
efepT 2 yaaa

- MeereHupuinH acpar
dnykaHason 50mr
AMUUITTI3HNN AXHUN
eapeec 10 gaxb egep

XYPTan yyrnraHa.
-Onar xamraanax aMyunra’
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CTDa

70-aac 03sw Hacmau, NYHA >
ll-utiH yed amyunaasHul myHe
byypyynax acean WuHa3HuUU
X3M UX adaanarsble aHxaapax
X3p32maldl.

LUuknodocdamua 500mr
TyHraap D1, D8, D15 egep
yyHa.

Tanupomup 100Mr TyHraap
D1-28 egep yyHa. (Oxnax TyH
50mr/xoHor, TacBapTan 6ansan
TyHr 50Mr-aap HOMHJ)
HekcameTasoH 20Mr TyHraap
D1-4, D15-18 egep yyHa.

(28 xoHO2ulH 3altimali 684UH
Hamxmas1 6atidand wumkmarn
YP2IIDKITYYITHA.)

-Omenpason 20mr egepT 1

yyHa.
- UmnpodonokcaumnH  250mr

efepT 2 yaaa yyx

- AnnonypuHon 100mr
efepT 2 yaaa

- MeereHupunH acpar
dnykaHason 50mr
AMYMUITI3HUN AXHUN
egpeec 10 gaxb egep

XYPTan yynraHa.
- Qnar xaMraanax aMynnIras

NeHanuoomMuaaa cyypuncaH aMYmMnrasHni xetenoep

RD Sanchorawala | JleHanngomug 15mr TyHraap | - Omenpason 20mr egept 1
2007 D1-21 egep xypTan yyHa. yyHa.
HekcameTasoH 10-20mMr - UnnpodnokcaumH  250mr
TyHraap D1-4, D9-12, D17-20 efepT 2 yaaa yyx
efep yyHa. - MeereHuUpuinH acpar
(28 xoHoz2ulH 3aimat XuuH3.) dnykaHason 50mr
SMYUIITISHNN 3XHUN
egpeec 10 gaxb egep
XYpTan yynrax
CRd Kumar 2012 Lmknodocdammug 300mr/m? -Owmenpason 20mMr egepT 1
TyHraap D1, D8, D15 egep yyHa.
yyHa. - UunpodonokcaumH  250mr
Nenanupomup 15mr TyHraap efepT 2 yaaa yyx
D1-21 egep xypTan yyHa. - AnnonypuHon 100mMr
HekcameTasoH 40mMr TyHraap efepT 2 yaaa
D1, D8, D15, D22 egep yyHa. - MeereHupuinH acpar
(28 xoHoeulH 3atimati 24 ydaa | dnykaHason 50mr
Xypman XulHa. 12 0axb AMYMITI3HUN AXHUI
yOaaauliH 3MYUI233H33C Xolw eapeec 10 gaxb efep
uuknogocghamuodbia XYPTan yynraHa.
302C00HO0.) - Onar xamraanax aMyunrag
CRd Kastritis 2012 | Uuknodocdamua 100mr -Owmenpason 20mMr egepT 1

TyHraap D1-10 egep yyHa.
Nenanupomunp 15mr TyHraap
D1-21 egep xypTan yyHa.
HekcameTa3oH 20mMr TyHraap
D1-4 epep yyHa.

(28 xoHoeulH 3atimat 12 ydaa
Xypmars XulHa3.)

yyHa.
- UmnpodonokcaunH  250mr

efepT 2 yaaa yyx

- AnnonypuHon 100mMr
efepT 2 yaaa

- MeereHupuinH acpar
dnykaHason 50mr
AMYMNTI3HUN AXHUN

eapeec 10 gaxb efep
XYPTan yynraHa.
- 9nar xamraanax amMyunnraa

BopTe3zomMuboa cyypuncaH amMYnnradHuin xetenoep
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vd Kastritis 2010 | Bopteaomu6 1.3mr/m? TyHraap |- Omenpason 20mr egept 1
D1, D4, D8, D11 cyacaHg YyYHa.
Tapux - UmnpodonokcaumnH  250mr
[dekcameTa3oH 40Mr TyHraap eaepT 2 yaaa yyx
D1-4 egnep yyHa. - MeereHupuinH acpar
(21 xoHo2ulH 3atimat XUuuH3.) dnykaHason 50mr
SMYUIITISHNN 3XHUN
egpeec 10 gaxb egep
XYpTan yynraHa.
- Onar xamraanax aMymnra’
CvD Mikhael 2012 | BopTeaomu6 1.3mr/m? TyHraap |- Omenpason 20mr egept 1
D1, D8, D15, D22 egep YYHa.
CcyAcaH TapuHa. - UmnnpodonokcaumnH  250mr
Lunknodocdamug 300mr/m?2 eaepT 2 yaaa yyx
TyHraap D1, D8, D15 egep - MeereHupunH acpar
yyHa. dnykaHason 50mr
HekcameTasoH 40Mr TyHraap AMYMITIIHUN AXHUI
D1, D8, D15, D22 egep yyHa. egpeec 10 gaxb egep
(28 xoHo2ulH 3atimat XYPTan yynraHa.
OyHOaxaap 3 yOaa XulH3.) - Onar xamraanax aMyunrag
CVvD Venner 2012 | BopTe3zomun6 1.0mr/m? TyHraap | - Omenpason 20Mmr egepT 1
D1, D4, D8, D 11 egep YYHa.
cyacang TapuHa. (TacBapTan - UmnnpodonokcaumnH  250mr
6ansan TyHr 1.3mr/mM? 6onTon eaepT 2 yaaa yyx
HOMH3.) -MeereHupuintH acpar
Lmknodocdamug 350mr/m? dnykaHason 50mr
TyHraap D1, D8, D15 egep AMYUNTI3HUN AXHUN
yyHa. egpeec 10 gaxb eaep
[ekcameTasoH 20Mr TyHraap XYPTan yynraHa.
D1, D4, D8, D11 egep yyHa - 9nar xamraanax aMyumnra’
(TacBapTam 6ansan TyHr 2
eapvinH Typw 20Mr XypTan
HOMHS.)
(21 xoHozulH 3aumatu
OdyHOaxaap 8 ydaa XulH3.)
MDV Zonder 2009 | MendpanaH 9mr/m? TyHraap -Omenpason 20Mmr egepT 1

D1-4 egep yyHa

(Cr > 2.5mr/an 6on 6mr/m?)
Bopte3omu6 1.3mr/m? TyHraap
D1, D8, D15, D22 egep
cyacang TapuvHa.
HekcameTa3oH 40mMr TyHraap
D1, D8, D15, D22 egep yyHa.
70-aac 33w HacTanm 3axag
XaBaHTan 3CBaN 3yPXHUN
aytargantan yeq TyHr 20mr
XypTan 6yypyynHa.

4-6 0os100 XOHO2 mymamo
xameautiH uxd3s 20 ydaa
OasmaH xutidae.

yyHa.

- UunpodonokcaumH  250mr
efepT 2 yaaa yyx

- MeereHupuintH acpar
dnykaHason 50mr
AMUUIITI3HNN AXHUN
eapeec 10 gaxb enep

XYPTan yyrnraHa.
-Onar xamraanax aMyunra’
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TOBYUIICOH YITCUWUH XXAICAANT

MoOHron ToBYMINCOH YrCUMH XarcaanTt

AA
AL
ALLYYNC
B2mr
BM
OxA
YoTll
AXLW
Lo
LTM
3UMx
3MT
3XAL
3ub
KT
nar
PA
YHT3
Y3TX
YMT
LA
L
CY3
cyy
nx
™
TTA
T™I
T™MT
XrA
LITM
OHI
oIMIr
OMXT

AnonunonpoTenHsl ammnnonaos
ApTepunH gapant

AHaraaxbiH LnHxnax YxaaHbl YHA3cHUN Nx Cypryynb
Beta 2 mukpornobynuH
BanbaeHCTpoMbiH MakpornobynnHemm
[Avanunatan xonbooTon ammnonaos
Ypcran ac TOONnyypbIH LWAHXUITTI

ACHbBI XOMUNH LUNHXUTI3

LLynTtnar oocgartasa

LLnHx TomMaarrym muenom

3opuya naaBx>KyyncaH TpombonnacTmHbl Xyrauaa
3axblH M3AP3NIUNH TOITONL0O

3YPXHUI X3T aBUaH LUNHXUITI9

3ypXxHWU LaxunraaH éuynar

KomnbtoTep Tomorpacdum
JlaktatgermgporeHasa

PesmaTtong aptput

YnceliH Harayrasp TeB OMHanar
YnaaH 3CcurH TyHax Xypa

Ypran magpanvinH Tortonuoo

LIyCHbI O9Nrap3aHryn WNHXUITTIS

UI'Tl — yemerHeec ragyypx nniasmaymTtom
CUNB3BHIMIH YYPrMnH 9nakTpodgopes
C-ypBanx yypar

MpoTpomMbuHbI Xyrauaa

Tyrman muesnom

TpaHCcTUpeTUHBI amMnnonaos
Togopxonnorgoorym MOHOKIMOHT rammanatim
TeB MaAPaSIMAH TOrTONL00

XOHreH rmHXUmnH amnnongos

LUnHx TaMaarryn mmenom
AnekTpoHenporpadgm
anekTpomunorpacdm

Opyyn MOHANH XONKITMNH TeB

Napaap TOBUYMNCOH YrCUMH XarcaanTt

AA
AL
AB2M
ASCT
ATTR
BNP

Amyloid Apo protein serum
Amyoid immunoglobulin light chain
Amyloid 2 microglobulin
Allo-stem cell transplantation
Amyloid transthyretin
Brain natriuretic peptide
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CR

CRd
CTD
cTn
cTnT
cTnl,
CVvD

D

DCTL
ECOG PS
EF
eGFR
FISH
HRV
M:Dex
MDV
MGUS
MRI

MP

NR
NT-proBNP
NYHA
PET-CT
PR

RD
SAA
Tnl

nT

vd
VGPR

Complete response
Cyclophophamide/Lenalidomide/Dexamethasone
Cyclophophamide/Talidomide/Dexamethasone
Cardiac troponin
Concentration; troponin T
Concentration; troponin |
Cyclophophamide/Borthezomib/Dexamethasone
Day
Diffusing capacity of carbon monoxide
Eastern Cooperative Oncology Group, performance status
Ejection Fraction
Estimated glomerular filtration rate
Fluorescence in Situ Hybridization
Heart Rate Variability
Melphalan:Dexamethasone
Melphalan/ Dexamethasone/Borthezomib
Monoclonal gammopathy of undetermined significance
Magnetic resonance imaging
Melphalan/Prednisolone
No response
N-terminal pro b-type natriuretic peptide
New York Heart Association
Positron Emission Tomography - Computed Tomography
Partial response
Lenalidomide/Dexamethasone
Serum amyloid protein A
Troponin |
Troponin T
Borthezomib/Dexamethasone
Very good partial response
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BOJIOBCPYYJICAH AXIIbIH X3Car

LI.CapaHTysia

A.CapyynTyBLUWH

A.3ynrapan

©.UlonmoH

H.OwyHganrap

O.Mypaexan

B.AntaHwaran

B.Xvwmnnkapran

C.MsaparcypaH

>K.CapaHuauar

[.HapaHterenaep

H.©n3nn-OpLumx

A.BambacypaH

OMA-Hbl [OTpbIH aHaraax yxaaH cygnanblH MIPraXnunH
canbap 3eBnenuMrnH EepeHXUn MIPraxunTaH, WIHTepmen
KIMHUKNAH 3pXxNnard, AY-Hbl JOKTOP, 434 npodeccop

OMA-Hbl [OTpbIH aHaraax yxaaH cygnanblH MIPraXnunH
canbap 3eBnenuiH ruwyyH, YHTO-uiH Beep cyananbiH
TOBUAH 3MY, AY-Hbl OOKTOp, MY-blH [OTPbIH T3pryynax
33prunH amy

OMA-Hbl [OoTpblH aHaraax yxaaH cygnasnblH MIPraXnunH
canbap 3enenuiH ruwyyH, ALWYYUC-unH AYC-unH Ye
cyananblH TOHXMUMH 3pxnard, AY-Hbl goktop, lNpodheccop,
MY-bIH OOTPbIH 36BN6X 39prMnH amy

OMA-Hbl [OoTpbIH aHaraax yxaaH cygnanblH MIPraXnunH
canbap 3esnenunH ruwyyH, ALWLYYUC-ninn AYC-ninH 3ypx
cyananblH TOHXMUKH 3pxnard, AY-Hbl goktop, lNMpodeccop,
MY-bIH OOTPbIH 36BN6X 39prMnH amy

OMA-Hbl Lyc cyananbiH MapraxnunH canbap 3eBnenunH
ePeHXUN MIPraxXunTaH, YHTI-unH LlycHbl amrar cyanan,
YyeMmer LUMITDKYYN3H Ccyynrax TeBUWH 3eBrex amd, [ag
npodeccop, MY-biH 4OTPbIH 36BI6X 33PrMNH 3MY

OMA-HbI Lyc cygnanbiH M3praxnuiH canbap 3eBnesimH
rmwyyH, ALLYYUC, AYC, Llyc cyananbiH TOHXUMWAH axnax
Barww, AY-Hbl OOKTOP

OMA-Hbl Lyc cyananbiH mMapraxnunH canbap 3eBnenumnH
HapunH 6unurnniH papra, YHTO-unH LlycHbl amrar cyanan,
YyeMer LUUIMKYYNAH cyynrax TeBUMH aMY, AY-Hbl MarucTp

OMA-Hbl Lyc cyananbiH mMapraxnunH canbap 3eBnenumnH
rMWwyyH, YHTO-niH OMHIanN3yn apxancaH Asg 3axupan, AY-
Hbl OKTOP, MY-bIH 4OTPbIH TAPryyS1aX 33prMinH My

YHT3-miH LlycHbl amrar cygnan, Yemer LWWIMKYYA3H cyynrax
TeBuMH papra, AY-Hbl  maructp, MY-blH OOTPbIH axnax
33PrMnH 9MY

OMA-HbI JTabopaTopuiiH MIpPraxnumH candap 3eBnesinH
HapuH OwurnnH gapra, YHTO-uMH 3OMHAN 3yWH amrar
cyananbiH HAracaH nabopaTtopuiiH gapra, AY-Hbl JOKTOP

YHTO-mH OMH3M  3yWH  3Mrar  cyananblH - HArACcaH
nabopatopuiiH amy, BY-Hbl MarmcTp, TapPryynax 3apruiH amy

YHTO-uH OMH3M  3yWH  3Mrar cyananblH - HIrAC3H
nabopaTopuinH aMrar cyanaad am4, AY-Hbl MarucTp

OMA-Hbl Magpan  cyananblH - MI3pPraxnuiH  canbap
3eBnenunH  rmwyyH, AWYYUC-unH AYC-uiH  Msagpan
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XAHACAH
U.Oarapan

O.bagpmaa

X.AnTancanxaH

3PO3MTHUIN CAHAN
A.OTroHbaT

J1.Caamaa

cyonanblH  TAHXMUAH  3pxnard, AY-Hbl pgoktop, [ag
npodeccop

AWYYUC-unH AYC-unH Lyc cygnanbiH TOHXMUMH 3pXMary,
AY-Hbl goktop, Npodeccop, MY-bIH OOTPbLIH 36BM6X 39PrmMnH
amy

OMHA-HbI DMrar cyanasnbiH M3PraXxnuinH canbap 3eBnenuinH
epeHxun  mMapraxmnTaH, ALLYYUC-ninH BnoAC-unH 3mrar
cygnan, LWyyx SMH3MAMMAH T3HXMUWH 3pxnard, AY-Hbl
nokTop, MNpodeccop

OMA-Hbl [OoTpblH aHaraax yxaaH cygnanblH MIPraXnunH
can6ap 3esnenuiH ruwyyH, ALLYYNC-ninn AYC-unH JoTooq
LUYYPIIMAH TOHXMUIMH Barww, AY-Hbl gokTop, Npodeccop, MY-
blH AOTPbIH 36BNeX 33prMiH amMy

AWYYUC-unH AYC-ninH Llyc cyanarnbiH TOHXMUKH 6arw, AY-
Hbl gokTop, [ag npodeccop, MY-blH OOTpbIH 36BMex
33prunH amy

AWYYNC, BunoAC-unH, Amrar cygnan, Lyyx amMHanrmnH
TOHXMUNH axnax 6arw, AY-Hbl AOKTOp

3MH3N3YUH 3AABPbLII XSIHAH X3MN3LYYJIC3H

YHT3-uiH LlycHbl amrar cyanarn, Yemer LUMIMKYYII3H cyynrax TeB

YHT3-uinH beep, ananuaniH tes

AWYYUC-unH Llyc cyananbiH TOHXMM

OMA-HbI o3pragax LoTpblH aHaraax cyananbiH MIPraXxnuinH canbap 3esnen
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