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OueHka obLero COCTOSHUSA OHKONOrMYECKUX BONbHbIX

no uupekcy Kaprosckoro (0-100%) nnu wkane ECOG-BO3 (0-4 6annay)

Unpekc KapHosckoro AktusHocts, % | LWkana ECOG-BO3 bannbl
‘ CocrosH1e HopManbHoe, Xanob Het 100 HopmanbHas akTMBHOCTb 0 ‘
CnocobeH kK HOPMANbHOM BEATENBHOCTM, HE3HAYMTENbHBIE 90
CMMNTOMbI MM NPU3HAKM 3a60neBaHHUs Ecre cumntomel 3a6onesanus, Ho 1
6nmxe K HOPMANLHOMY COCTOSIHMIO
‘ HopmanbHas akTMBHOCTb € ycunuem 80 ‘
O6cnyxusaet cebs camocTosTenbHo, He cnocobeH K Hop- 70 .
MANbHOM AESTENLHOCTM MM OKTUBHOM paboTe Bonbwe 50% aHesHoro Bpemeny
NPOBOAMT HE B MOCTENM, HO MHOTAC 2
HY)KJJ.GeTCﬂ MHoragda B NOMOLH, HO cnocobeH cam yaoB- 60 HYXAQaeTcs B OTAbIXe néxa
netsopsTh Gonbluylo YacTb cBOMX NoTpebHOCTEN
HyxpaeTcs B 3HOUMTENBHOM NOMOLUM M MEAULIMHCKOM 50
obcnyxuBaHMH Hyxnaetcs B npebbiBanmm B noctenu 3
. % BHEBHOrO B H
UHBanua, HyxpaeTcs B CNeLmManbHOM NOMOLUM, 40 Gonee 50% anesHOro BpeMenn
B T. 4. MEAMLMHCKOM
‘ Taxenas MHBANMAHOCTb, MOKA3AHA FOCAUTANU3ALMS 30 ‘
Taxenbit 6onbHoM. HeobxopauMbl rocnutTanmsaums 20 He cnocobeH obcnyxusars cebs, 4
M QKTMBHOE NeYyeHue NPMKOBAH K NOCTENM
‘ YmupatoLmi 10 ‘
OBLLME BOMPOCHI 8



Pacuet uaekca maccesl rena (MMT)

Unpexc maccel Tena = macca Tena (kr) / poct? (meTpsi)

WHpekc maccel Tena CooTBeTCTBUE MEXAY MACCON YENOBEKA U EFO POCTOM
16 1 menee BeipaxkeHHbIM Aeduumt maccel Tena
16-18,5 Hepocrarounas (peduumr) maccs Tena
18,5-25 Hopma
25-30 WUsbbitouHas macca Tena (npepoxupenme)
30-35 OxupeHne nepsoi cTeneHm
35-40 OxupeHue BTOpOit CTeneHu
40 1 bonee OxupeHue TpeTbei cTeneHm

OBLLME BOMPOCHI 9



Kpurepum n crenenmn ocnoxuenwii (1)

CreneHb Mapametpel 1 2 3 4
Neiicoumsi (x10°/) 24,0 3,0-3,9 2,0-2,9 1,0-1,9 <1,0
Jleikonenus Tpanynoumel (x10°/n) 22,0 1,5-1,9 1,0-1,4 0,5-0,9 <0,5
Mumbouprsl (x10°/n) 22,0 1,5-1,9 1,0-1,4 0,5-0,9 <0,5
‘ Tp0M60u.moneHm| Tpombouwsl (x10°/n) Hopma 75,0 — Hopma 50,0-74,9 25,0-49,9 <25,0
‘ Axemms FemornobuH (r/n) Hopma 100 — Hopma 80-100 65-79 <65
\ Tuneprankems (wions/ ) <6,4 6,4-8,8 8,9-13,8 13,8-27,6 27,6
‘ Tunornukemms (Mmons,/n) >3,5 3-3,5 2,2-3 1,7-2,2 <1,7
‘ MetaBonuueckue Awnnaza Hopma <1,5 HOpMbiI 1,5-2 Hopmb 2,1-5 Hopm >5,1 HopMmbl
‘ HOpYLIEeHHs Tunepkanbupemus (mmons,/ n) 2,65 2,66-2,88 2,89-3,13 3,14-3,36 23,37
‘ Tunokansuuemus (Mmons,/ ) >2,2 1,95-2,2 1,75-1,94 1,51-1,74 <1,50
‘ Tnomarkmemus (Mmons/ n) >0,70 0,60-0,70 0,45-0,6 0,30-0,40 0,25
®ubpunoren Hopma 0,99-0,75 Hopmbi | 0,74-0,5 vopmer | 0,49-0,25 Hopmbl | <0,24 Hopmbi
Eg;;ﬁ‘::y;’“““"“e MporpoMBHHoBoe Bpems Hopma 1,01-1,25 wopmst | 1,26-1,50 Hopmt | 1,512 Hopmsi >2 HopM!
AYTB Hopma 1,01-1,66 Hopmbi | 1,67-2,33 Hopmbl | 2,34-3 HopMbI >3 HOpMbiI

OBLLME BOMPOCHI
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Kpurepuu n crenenmn ocnoxxenun (2)

BupycHsiit renatut gomkeH koampoatbcs kak «MHpekums»

Crenexb | Mapametpol 0 1 2 3 4
Townora Her HesHauutensHo mewaer | 3HauutensHo npenatctey- | [lencer HeBOSMOXHbIM |
Npuémy NuLLM €T Npuémy nuwm NpUéM nnm
>10 pa3 3a 24 vaca unm
Peota Her OgHokparo 3a 24 yaca | 2-5 pas 3a 24 yaca 6-10 pa3 3a 24 yaca Tpebyetcs napeHTepans-
HOe NUTaHMe
Cryn 4-6 pas B cyTku Cryn 7-9 pas B cyTku Cryn >10 pas B cytku,
XKT [uapes Her gz:g;i zgs: :):Z)ﬂt:, WAK CTYN B HOYHOE BPEMS, | WM HEAEPXUHME KOG, | WAW MENeHd, unn Heob-
P v N '2 ¢“"°'F:T"K . YMEpEHHbIE CXBATKO- BBIPOXEHHbIE CXBATKO- | XOAMMOCTb NAPEHTEPQAb-
ylonp y obpasHble 6onm obpasHble 6onm HOTO NUTAHMS
[Mnepemus, oTE4HOCTD, lMnepemms, oTEYHOCTD,
BesbonesHeHHbie si3sbl, Tpebyercs napentepans-
Cromammr Her rUnepemms, yMepeHHas AL T AT L Has UK 3HTEPANbHAS
B ONe3HEHHOCTE 53Bbl, HO CMIOCOBEH NpU- | 513Bbl, HE MOXET NPUHU- HoRIEDKa
HUMATb UL MaTb NNLLY e
‘ Bunupy6un Hopma -———— <1,5 HopMbl 1,5-3 HopMbl >3 Hopm
TI-L?:;(::::::%M (AT, ACT) Hopma £2,5 Hopwmbl 2,6-5 Hopm 5,1-20 Hopm >20 Hopm
MeyeHb
LLlenoynas pocdarasa Hopma £2,5 Hopmbl 2,6-5 Hopm 5,1-20 Hopm >20 Hopm
K bes m
NIUHKYECKME NPU3HAKM naTOnOM -——— -———- npekoma ne4YEHOYHas KOMa

OBLLME BOMPOCHI



Kpurepuu u crenenmn ocnoxxenui (3)

OPTOCTATMYECKAS FMNOTEH3MS )

HO He rocnutanusauus

paspelueHye B TeYeHme

Tepanus > yem Ha 48 va-

Crenexb Mapamerper | 0 1 2 3 4
Hapywenus putma, Tpe-
Hapvuenys BeccumnromHble, npexo- Peuvaneupytowme unm nepemc- BytoLume MOHUTOPUHTA,
mpgu Her | mswme Hapywenms putma, TMpylowwye HapyweHus putma, | Tpebyertes Tepanus nubo runotensus, nmbo
P HeTpebytowme Tepanmm He TpebytoLme Tepanum XeNnyo4KoBas Taxmkap-
Avis unn Gubpunnsums
CepnesHbie beccumnToMHoe cHUXeHme beccumnToMHoe cHUXeHMe HavaneHas ceppeyHas Taxénas unu peppak-
CeppeuHo- b Ei‘ o Her | dpakumu sbibpoca menee yeM | dpakumm Bbibpoca Gonee Yem | HEAOCTATOYHOCTS, TepHas cepAeyHas
cocyaucras yRKd Ha 20% Ha 20% YyBCTBUTENbHAS K TEPANUM | HEAOCTATOUHOCTH
cucTema U BeccumnromHble n3MeHeHMs .
lemms H Hecneunduueckoe crnaxmea- CreHokappaus Octpblit MHpapkT
er cermenta STu 3ybua T no Tuny
MUOKApAQ Hue 3ybua T 6e3 npu3HAKoB MHpapKTA | MUOKapAd
ULLIEMUYECKUX
BeccumntomHbi nepukapan- | Mepukapaur (wym Tpetms Knuruyecky sHaunmeii Ear::;ﬂangﬂzep:x:;ge-
Meprkapa Her | anbHbiii Boinor, He Tpebyto- | nepukappaa, 6onb B rpyaHoi nAeBPAnbHbIA BLINOT, TPe- nz 3KCTAEHHbI:I
LUVl BMELLATeNbCTBA knetke, nsmeHenus Ha IKI) ByroLmit ApeHnpoBaHus P
MOKA3aHUAM
beccumntomHoe, npexops- Peunpvupytowee nam nep-
wee nosbiwexne >20 mm cucTUpYIoLLee NOBbILEHNE
lMneprexaus Her | pr.cr. (nAfl) 6o Bnepebie | >20 mm pr. cr. (RA]l) nubo Tpebyerca repanus Tunepronmnyeckuit kpus
>150/100 mm pr. cT. enepeble >150/100 mm pr. c.
Aprepuanbroe Tepanus He Tpebyerca Tepanus He TpeByertca
gdaBneHune Toe6 Toeb
WsmeHehus, e Tosbytoiime | TheGyerca widyamoniica pebyercs rocnuranusaums | Tpebyercs rocnutanusa-
U cneunduyeckas Tepanus; | uws u cneumduyeckas
TMnotexaus Her | tepanuu (B T. 4. npexopsiyas | Harpyska uav apyras Tepanus,

48 yacos

CcoB

OBLLME BOMPOCHI
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Kputepum n crenenmn ocnoxHeHwii (4)

lMHeBMOHMIO CeflyeT pacLieHMBATL KAk MHEKLMIO, A He NPOSBeHMe NIErOYHOM TOKCMYHOCTH, KPOME TeX Cy4YdeB, KOTAQ CHUXEHME
AblxaTenbHbIX PYHKLMH LOKA3AHHO SBASETCA Pe3yNLTATOM MPOBEAEHHOTO NIeYeHMs

CreneHb Napamertpei 0 1 2 3 4
‘ Kpeatuhun Hopma <1,5 Hopmbi 1,5-3 HopMel 3,1-6 HopM >6 HopM
Mporenrypus (r/n) Her <0,3 0,3-1 >1 1 2L
CMHAPOM
Temarypus Her Mwukpo- ?GKPO" Elges Tpe6)’$TCﬂ
Movenonosas €3 CrycTkoB CO CrycTKamu TpaHcdysum
cUcTema
30T MOYEBMHbI ,5 HOpMbI ,5-2,5 HopMbl ,6=5 HopM ,1-10 Hopm HOPM
A <1,5 Hop 1,5-2,5 vop 2,6-5 Hop 5,1-10 Hop >10 Hop
1. Undekumm MoyesbiBOAsLMX NyTel creayeT KopMpoBaTh kak «MHpekuumn», He «Mouyenonosas cuctema»
. TemaTypus, Np1uMHOI KOTOPOIA SBNSiETCs TPOMBOLMTONEHMS, AOMKHA KOAMPOBATLCS KAk «[eMopparuyeckmit CMHAPOM», He «Move-
2. Temarypws, Npu4MHO} KOTOPOH pom6 P femopp A cuHap M
NOJIOBAS CHCTEMAY
OppiluKa UK cHU-
bes cumntomos, ot- o
-——— bes naronoruu KNOHEHMS OT HOPMbI | o /e TONEPAHTHO | LIABILIKA MIPH MPH= | 1)1 5 nokoe
& nérounsix Tectax | C™M K QMIMUECKUM | BbIYHLIX HArPy3KaX
HbixatenbHas HArpy3KaMm
cUcTema

OBLLME BOMPOCHI

13




Kpurepuu n crenenmn ocnoxxenui (5)

CreneHb 0 1 2 3 4

leHepanusoeaHHas Maky-
NApHAs, NAnynésHas Uiu
BE3MKYNSPHAS ChiMb,

C cUMNTOMaMM

kcdonuaTmBHbIA
AEPMATUT, I3BEHHbIE
AedekTsl

Pepkas makynspHas Penkas MakynspHas uam nany-
KoxHbie nokposbi Her unu nanynéaHas ceinb/ | nésHas ceinb/apuTeMa, ¢ 3yAoM
apuTema, 6e3 CUMNTOMOB | UMK APYTMMM CHMITOMAMM

CbiBopoTouHas 6onesHb,

YpPTMKApHBIN AEPMATHT, NMXO- . .
prvKaphon ASP ! 6poHxocnasm, Tpebytowmit | AHabunakTUUecKMit

[Mpexopsias coinb,

4 3 P
Anneprus = nuxopapka <38,0 °C Eug:?(ofnaalfm Sl NAPEHTEPANbHOTO BBEAEHMS | LLOK
P npenaparos
Tpombodnebur, HuxHUe
®nebur Her BepxHue koHeuHOCTH KOHEYHOCTH
TloKANbHbIE H3MEHEHMS Her Bonb bonb 1 oTé4HOCTL, NpU3HAKM Usbasanenme MokasaHa nnactu-
Bocnanexus unu pnebuta yeckas onepauys
Anoneus Her YmepeHHoe BbinapeHne | BeipaxenHoe unu TotansHoe L o
W BONOC BbINQ/EHWE BONOC
MoBbilweHKe / CHUXeH
oo :e;::e/ Crxere <5,0% | 5,0-9,9% 10,0-19,9% >20% S

Tpebyetcs rocnuranusaumns | Imbonus

OBLLME BOMPOCHI 14



Kpurepuu u crenenmn ocnoxxenui (6)

CreneHb Mapamertpol 0 1 2 3 4
HesHauutenbHble Taxénble HapyLeHs
 CETTTEI T U1 yMepeHHble obuieit YyBCTBUTEND
napecresuu; noreps ymep Y
YyscrautensHocTs He namenena Y XOKUMBHEX napecresuu; HOCTM UnK napecte- | — — — —
); threkcos Hapyluenue obwei | 3um, Hapywaiowme
P YyBCTBUTENBHOCTA $yHKUMM OpraHU3ma
FaHbI YYBCTB
Oy BuipaxeHHble Hapy-
3petne He nameHeHo -———— -———- Cnenora
LWeHMS 3peHus
R Hapywehus cnyxa Inyxora
M3MEHEH, HapyLUEHUs Py S Y
Cryx He usmeneH ONKO o 3BOH B ywax noapaiowwmecs He nopAaiowWwascs
HepeHas P KoppeKumy KoppeKuuy
cHcTema ayAMoMeTpUm
O6vektueHas cna- | ObvekTmeHas cna-
. | CybvektueHas cna- | 6octb, HesHauuTenb- | 6oCTb, BBIPAXEHHbIE
Deuxerne be3 nsmeHenun Mapanuy
Ourarenshbie 6octb Hble HOPYLUEHNS BU- | HOPYLUEHUS ABUTa-
DyHKLMM rarenbHol GYHKUMA | TenbHOM yHKLMA
Konctunaups Her HesHauutensHas YmepeHHas BulpaxeHHas >96 yacos
Noseckas HesHauutensHas tpe- | YmepeHHo BbipaxeH- | BeipaxeHHas Tpeso- CyuumaansHsie
S bes usmeHeHuii | BOXHOCTD, Has TPEBOXHOCTD, XHOCTb, Aenpeccus- HZMe eHs
P MOAABNEHHOCTD MOAABNEHHOCTD Hoe cocTosHue P
Ob pOI1POCD 15




Kputepum u crenenn ocnoxHenui (7)

6e3 BUAMMBIX
o4aroe MHbeKUUM

«Anneprus»

2. Jluxopapka, nopo3puUTenbHAs B OTHOLIEHWUM MHEKLMIA, KoaupyeTcs Tonbko kak «UHdekums»

1. Jluxopapka, npeanonoXurensHo BbI3BAHHAS QnNEPrMYecKoi peakumei Ha NPenapar, A0MKHA KOAMPOBATLCA KAK

CreneHb Napamertpei 0 1 2 3 4
BoipaxeHHas comHonen-
Her HesHauntensHas comHo- | YMepeHHOS COMHONMEHUMS | L, OXMTALMS, NYTAHOCTb
NEHLMS UK aXUTALMS UM axuTaums CO3HOHMS, AE30PUEHTALMS
WM TANTIOLMHALMN
HepBHGSI CUcTemMa D.pyme MHTeHUMOHHBIN TpEmop,
MPU3HAKK H Hapywenus koopauta-
et AMCMETPUS, HEBHATHOS NokomotopHas arakcus
LM, AUCAMOROXOKUHES
peub, HUCTArM
TonoeHas 6onb | Her HesHauutensHas e e
Has, NPexXoAsLas HenpekpaLyaiowascs
e B =
eHTpaTa TpoMBoLuTOoB
CMHAPOM Tpebylotca TpomboumTos E TpombouuTos
HesHauuTensHbie CpepHeii Taxectn, noka- | Taxénble cucTeMHble Xusneyrpoxaiowme
Wrdekunn o Her CnewuHasHaueHmg e | V3OBaHHbIE uHdekumn, | nHdekumu, Tpebyloume MHeKLMK, cencuc, Heob-
4 ; eL6l orcs TpebyioLume cneuHasHa- | CMeLHA3HAYEHNIA U YTOUHE- | XOANMO YTOUHMUTb UCTOYHMK
pevy YeHui HUS UCTOYHUKA MHEKUMM | MHDEeKLuM
540 °C s revenme menee | 30 °C B TedeHme 6onee
_—— Her 37,1-38°C 38,1-40°C 94 yacos 24 yacos unu nuxopapka
Jluxopapka ¢ rnoTeH3uell

OBLLME BOMPOCHI
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Lkana OLEHKU KPOBOTO4YMBOCTHU

Ha ocHosaHum ISTH-BAT (1)

bannbi
Mpumeuarus 0 1 2 3 4
CumnToMmb
*  obpauenue K Bpasy *  TaMNoHapa TPaHCy3si KOMNOHEHTOB KPOBH
. 2
Hocosoe Het/ . ;31206:/ {O:BZ/H :’31:“03 *  Bbi30B Bpuragsl ckopoil | *  npuxMraue UHGy3s KOHLEHTPATOB GAKTOPOB
KpoBOTEYeHHe peako onsie 10 MtkvT noMowy *  TPaHEKCaMOBAS CBEPTHIBAHMS KPOBH
A Y * 3TAM3NNQT HATPUS Kucnota fAecMonpeccut
.
KoxHuii B e e BT CMIOHTAHHbIE SKXMMO3bI,
OTMe4aeTcsi MOKCUMANBHOE 3HAYEHUE / 55 SKXUMO30B PAIMEDON *  CNOHTGHHblE, He Tpeby- AnuTenbHOCTbIO Bonee TpaHcey3si KOMNOHEHTOB KPOBH
B KIMHUYECKOM cumnToMe. Ouenmsaer- | FeMopparuye- Her, ‘ gonee Tom paswep foLuMe neveHms 14 prewt UHY3Hs KOHLEHTPATOB haKTOPOB
o 061 cymma Bcex 6annos CKUi CHHAPOM PO o TR T, *  obpaLuenue k Bpasy *  TPaHEKCaMOBAS CBEPTHIBAHMS KPOBH
Kucnota
Hanpumep: o 258rogum
HocoBbie kpoBoTeueHus: B aHam- Kposoteuenme *  pnurensHocTbio Gonee TpaHcey3si KOMNOHEHTOB KPOBH
Hese obpalueHue K BpaUy M TAMMOHAAQ, Her/ 15 MuryT ; MHQY3US KOHLEHTPATOB GAKTOPOB
otMedaem 3 = 3 6anna W3 eI, PeaKko | °*  OTCPOYEHHO BO3HMKAIOT Yepe3 obpauense K spasy XMpypruteckun reMoctas CBEPTHIBAHMS KPOBH
Nerkux TpaBMax 7-10 gHe#t nocne Tpambl EEXOIREECHH
Ko>xHbil remopparvmuyeckui cuH- *  ProMsunar HaTpua
APOM: 0bpalueHme K Bpady 1 npuem
TPAHEKCAMOBO KMCOTbI, BIBUpaeM M ¢ C“(’ETGHHHEI He ®  Xupypruyeckoe e T
= bILUEYHbIE 5 Tpebdyiowe neyeHus neyeHue
nocnegxee = 3 6anna ver NOCTTPABMATHYECKHE, He Tpeby pedytow WHGY3¥ KOHLEHTPATOB BaKTOPOB
reMaToMbl 1olMe neYeHus O oquu.leHue KBpayy | * TpaHekcamosas CBEPTHIBAHHSA KPOBH
Wroro: 3 6anna + 3 6anna = 6 6annos *  NOCTMHBLEKLMOHHbIE Kucnota
Kposoteuenne * obpauenye KBpady | *  XMpyprHuecKHii TPAHCPY3Hs KOMMOHEHTOB KpOBH
B @R ver Guisaer ¢  BbI30B 6pl~1r0p,bl remMoctas UHY3Hs KOHLEHTPATOB hAKTOPOB
TG 6 CKOPOﬁ NOMOLUK ¢ TpaHekcamosas CBEPTLIBAHUS KPOBH
P *  3TAM3MNAT HATPHS kucnota destonbRcet

Fasulo MR, Biguzzi E. et al. J Thromb Haemost. 2018; 16: 125-30.

OBLLME BOMPOCHI
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LLkana OLIeHKN KPOBOTOYUBOCTU

Ha ocHoeaHum ISTH-BAT (2)

MNpumeuanus

bannel

Cumnromel

4

OueHKa KPOBOTOUMBOCTH
- CyMMO 6011]105 BCEX KJIUHU-
4eCKMX CMMNTOMOB

HopmanbHbie 3HaueHus:
e pem0-2

*  MyxunHel 0 — 3

¢ xeHwMHs 0 — 5

lMatonoruyeckue sHaveHus:
¢ pen23

®  MyXuuHbl 24

®  XeHWMHbl 26

XenypouHo-kuweuHoe

¢ obpauenne k Bpasy

®  XMPYPruyeckuu remoctas

TPAHCQY3MS KOMNOHEHTOB KPOBM
UHGY3¥s KOHLEHTPATOB

HeT * Bb30Ba Bpurapsl ckopoit
KpoBOTE4EHUE — *  TPOHeKCcaMoBas KMCNOTa $aKTOPOB CBEPTLIBAHHS KPOBH
= AECMONpPECCHH
TPAHCPY3MSi KOMMOHEHTOB KPOBM
0 Hue K BpaY
TeMaTypus He 22 anu3opos, obcnepo- | gggg:f;:mnzu“); o . MHY3MS KOHLEHTPATOB
YP Her BAHME He NPOBOAMNOCH TG P P XHpypruseckuiremoctas $aKTOPOB CBEPTLIBAHHS KPOBH
= AECMONpPeCcHH
TPAHCPY3MSi KOMMOHEHTOB KPOBM
< 0,
Kposmeqeﬂwe ver E:y::::gc:e fse/gzzzflo cnyqanocs >25% Bcex cnyyaes, ®  HONOXeHue WBOB UHGY3Hs KOHUEHTPATOB
npu yaanesun 3)'60 Y m, P He Tpebosano Tepanuu * TAMNOHAAaA (aKTOPOB CBEPTLIBAHHS KPOBM
Tepan AECMONPECCHH
7 TPAHC(Y3MS KOMMOHEHTOB KPOBM
0, .
Kposoreuetne CAYHOROER 820G RCEX 5259 HApyPIsEC TeNOcTas WHGY3HA KOHLEHTPTOB
: Her L (e :?;wng::anﬁré BC::MCHYW“’ hils ¢u?:7yo 08 cs: TbI’B)CIHMSI KpoBH
MY MPOBEAEHHH onepaLK " peGosano Tepa * TPaHeKcaMOBas KuCnoTa e >
AECMONpPECCHH
*  KOHCYNIETauMs Bpaya
*  MHQY3NS KOHLEHTPATOR
[eMapTDO3b! ver noCTTPABMATHYECKHe, CNOHTAHHbIE, He Tpebylowne 4)0‘330 - CB: mson —— XMPYPr1yecKoe neyeHme
PTP ¢ He TpebytoLune nedenus neveHus P P P TPAHCHY3US KOMMOHEHTOB KPOBH

*  BbI30B BpHraasl ckopoil
nomoLuy

Fasulo MR, Biguzzi E. et al. J Thromb Haemost 2018; 16: 125-30.

OBLLME BOMPOCHI
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Lkana OLEHKU KPOBOTO4YMBOCTU

Ha ocHoeaHum ISTH-BAT (3)

3l T-3amecTHTeNbHAS FOPMOHANBHAS TEpANMs

Fasulo M.R., Biguzzi E. et al. J/ Thromb Haemost. 2018; 16: 125-30.

OBLLME BOMPOCHI

banne
Mpumeyanus 0 1 2 3 4
Cumntombl
o I *  3KCTPEHHAS FOCTMTANM3ALMS
. cmeu)cl: N oxnagﬁm ¢ nponyck paborsi/ wkonsl >2 pas/roa *  TPAHCPY3Hs KOMMOHEHTOB KPOBM
e sz kaxgee | | MosHouense 3T 6 *  WHY3Ms KOHLEHTPATOB (AKTOPOB
VereTsTT / 9 "IOC’O *  TPAHEKCAMOBAS KUCNOTA HOSHA4EHNE KOMT ;F{_‘PW CBEPTHIBAHMS KPOBH
PP HeT/ peako 6 *  Tepanws NpenapatamM xenesa BAHHOUTEPAMAM: 11 CTPA~ | acyonpeccun
®  AMTensHoCT: bonee HEKCAMOBOW KUCNIOTOH
OueHKa KpoBOTOUN- 710 pwei *  HeobxopMMoCTb BbI30BA BpHrapbl *  HeoBXORMMOCTb B TUCTEPOCKONHH,
CKOPO# noMoLL ABASILMM HZOMETPUS MM YAANEHNH
BOCTH *  3TAM3NNAT HATPHS P = MUTK: BB s
- cymma Bannoe Bcex
KIMHUYECKMX CUMMTOMOB
HopmanbHble 3HaueHus: * TPaHCOY3MA KOMNOHEH-
* pem0-2 TOB KPOBH
*  MyxunHbl 0 - 3 *  MHQY3HS KOHLEHTPATOB -
. )KZH i Nocrenomooe Ha3HaYeHHE * HeOBXOMUMOCTS B HEORHOKPTHBIX dy LEHTP XMPYPrU4€CKOe BMEWIATENbCTBO (yp.aye
Ly poA HeT/He bbino ———— AHOTHOCTANECKAX OCOTPAX WM $aKTOPOB CBEPTHIBAHMA | HME MATKM, IUTUPOBAHME BHYTPEHHeJt
5 KpOBH #
KpoBoTeueHHe poaos nox Gones 6 wegens | ®  Bi308a GpHFOZM Cropofi nomoLH p MORB3ROWHON apTEpHH, ambonu3auma
*  AecMonpeccuH MQTO4HOM GpTEpUM U T. )
Maronoruyeckue 3na- * MatosHas GannonHas
— TAMNOHaAA
* pen23
*  MyXuuHbl 24
®  XeHWMHbl 26
Kposouanmanus B LIHC | wer ects/Bbin B anamHese
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Anroput™m AMArHOCTUKN COLUANbLHO 3HAYMMbIX UHPEKLNWA Y BONbHBIX

3a6oneBaHMAMMN CUCTEMDBI KPOBM

UccnepoeaHue Ha:
PernameHTMpoBaHHbIE
MapKepbl

Antn-BMY, p24

HBsAg

anTtn-BrC

Mpu rocnutanusaumm PHK BI'C

CEeponornyeckmne peakumm Ha
cnubunuc

HononHutensHele Mapkepbl
JOHK BI'B

antn-HBc

antu-HBs

[ns peunnmentos
KPOBU M €€ KoMMo-
HEHTOB, OPraHOB
M TKAHEMN, ecnu
npebbiBaHme B

MonutopuHr
HBsAg

antn-BIC

PHK BI'C

OHK BI'B
EXXEMECA4YHO!

CTAUMOHAPE CBbILE
1 Mecsauaq, To...

HBsAg (+) u/mnu OHK BIB(+) aHTn-HBc (+)

aHtU-HBc m antn-HBs
OTPULATENBHO

y

JdononHutenbHoe uccnenoBaHune
Ha HBeAg 1 Ha atutena k Bupycy renatuta D,
KOHCYNbTALMA MHPEKLMOHUCTA

HdononHurenbHoe
uccnepoBaHue
Ha aHTU-HBc-IgM

y

MoHnutopuHr

aHt-HBc 1 antn-HBs
1 pas B 3-6 mecsues

[.C. Tuxomnpos, E.H. Urarosa, M.B. [lemu u ap. [larHoctika BupycHbix nHdekwuit B rematonorvu v tpakcdyanonoru // larvoctika sabonesanuii cuctems kposu. Tpaktuueckoe pykosoncrso / nog. pea. E.H. Maposuumkosoii,

.B. Tansuesoit. Mockea: Mpaktuka, 2024. — C. 477-535.
CanluH 3.3686-21 «Camtaphbie 1 snuaemtonoruseckie TpeboBaHMs N0 NPOGUAAKTHKE MHBEKLMOHHIX BonesHery.

OBLLME BOMPOCHI
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[MABA I

Heonyxonesble 3ab6onesaHus
CUCTEMBI KPOBY




UmmyHHas Tpombouutonenms (UTN)

Knaccupuxaums UTM no anurensHocTn TeueHus 3abonesanus Kpurepun auartosa
BpemeHHble pamkm Kputepuit
:,:ZFF)::;ISTMPOBGHHQSI Ao 3 MEeCsLEB OT MOMEHTA )’CTUHOBneHMSI AMArHosd
nepcucTMpyloLyas o1 3 70 12 MecsiLieB OT MOMEHTA YCTAHOBNEHMS AATHO3a 1 W30nMpoBaHHas TpomboupTonenus meHee 100 x 10°/n kak
XpoHuyeckas 6onee 12 MecALieB OT MOMEHTA YCTAHOB/NEHWS AUArHO3a MHHMMYM B ABYX NOCNIEAOBATENEHEIX AHONU3AX KPOBH

Rodeghiero ., Stasi R., Gernsheimer T., Michel M., Provan D., Arnold D. M., et al. Standardization of terminology, definitions and
outcome criteria in immune thrombocytopenic purpura of adults and children: report from international working group. Blood. 2009;
113(11): 2386-93. DOI: 10.1182/blood-2008-07-162503

Neunert C., Lim W., Crowther M., Cohen A., Solberg L. Jr., Crowther M. A. The American Society of Hematology 2011 evidence-based
practice guideline for immune thrombocytopenia. Blood. 2011; 117(16): 4190-207. DOI: 10.1182/blood-2010-08-302984

Knaccudukauus UTM no xapakrepy n BbipaxkeHHOCTH
remopparuyeckoro cuiapoma (BO3)

o | oTeyTcrEMe MOPhONOrMYECKUX U GYHKLMOHANBHBIX QHOMANMH
TPOMBOLMTOB, NIEHKOLMTOB, 3PUTPOLUTOB

CreneHb Xupakrepucmm 3 NOBbILIEHHOE MW HOPMAIIbHOE KONIMYECTBO MEraKAPMOLMTOB

0 OTCYTCTBME FEMOPPATMYECKOrO CMHAPOMA B MHEnorpaMme

1 METEXMM M SKXHMO3b (euHMsHble) 4 | OTOYTCTEE ApyTUX naTonoreckiX COCTOSHUH, BbI3bIBAIOLMX

2 HE3HQYMTENbHAS NOTeps KpOBH (remaTypws, KpOBOXApKaHbe) TpomBouuToneHio
BLIPCKEHHAS MOTEps KPOBY (KpoBOTeueHHe, Tpebyloluiee nepenuBaHMs KposH

3 P Paxp (kp 1 Tpebyloluee nep P 5 | HopManbHble pasmepbl ceneseHkM
WM KpOBE3aMeHHTeneH )

4 TAXEnas Kposonoteps (KpOBOUINMAHUS B FONIOBHOM MO3T M CET4ATKY Ma3d, Kpo- | 1. Provan D, Stasi R, Newland A.S. et . Infernational consensus report on the investigation and
BOTEYEHMS, 30KAHYMBAIOLLMECS NIETaNbHbIM MCXOROM) management of primary immune thrombocytopenia. Blood. 2010; 115:168-86

Provan D., Stasi R., Newland A. S. et al. International consensus report on the invesfigation and management of primary immune
thrombocytopenia. Blood. 2010; 115(2): 168-86. DOI: 10.1182/blood-2009-06-225565

2. Rodeghiero F, Stasi R., Gernsheimer T. et al. Standardization of terminology, definitions
and outcome criferia in immune thrombocytopenic purpura of adults and children: report from
international working group. Blood. 2009; 113: 2386-93

HEOMYXOJIEBbIE 3ABONIEBAHMUA CUCTEMbI KPOBU
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UmmyHHas Tpombouutonenus (UTM)

[pynnel pucka

Kpurepum otseta Ha repanuio

lpynna pucka

Xapakrepucruka

Bapuanr otBeta

Xapakrepucruka

¢ konuuectso TpombouuTos (30-50) x 10°/n

Huzkuit ¢ OTCYTCTBUE KPOBOTEUEHH) MonHbli oTeeT Konuyectso Tpombouutos 6onee 100 x 10°/n
®  OTCyTCTBME NPUEMA AHTUKOAryNSHTOB
Konuuecto Tpomboumtos 6onee 30 x 10°/n unm yeennue-
Orser HMe Ha4anbHOrO KONMYECTBA B 2 pa3a + OTCYTCTBUE KPOBO-
Te4eHHi
¢ konmuuectso Tpombouuros (20-30) x 10°/n
npOMe)K)'TOHHblﬁ * OTC)’TCTBMe/ MMHMMQNbHbIE KPOBOTEYEHHS
*  OTCYTCTBUE NPUEMA GHTUKOATYNTHTOB konuuectso Tpombouutos meree 30 x 10°/n unu ysenu-
Orcyrcreue oteta YeHwWe HaYQNbHOTO KONIMYECTBA MeHee YeM B 2 pasa, Wiu
MPOAOIIXAIOLLEECH KPOBOTEEHUE
Bpews otsera CPOK OT HAYAN TEPANMH A0 AOCTUXEHMS OTBETA MK
¢ xonnyectso TpoMbouutos <(10-20) x 10°/n NOJHOTO OTBETA
Boicoknuit *  HanM4Me KpOBOTEHEHHIA

*  NpHMeM HTUKOQryNsIHTOB

HnutensHocTs
oTBETA

Bpems, npoluejLiee ot LOCTUXEHUS OTBETA A0 ero noTepu

Provan D., Stasi R., Newland A.S., Blanchette V.S., Bolton-Maggs P, Bussel J.B., et al. International
consensus report on the investigation and management of primary immune thrombocytopenia. Blood.

2010; 115(2): 168-86. DOI: 10.1182/blood-2009-06-225565

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU

1. Rodeghiero F, Stasi R, Gernsheimer T,, Michel M., Provan D., Amold D. M., et al. Standardization of terminology,
definitions and outcome criteria in immune thrombocytopenic purpura of adults and children: report from infernational
working group. Blood. 2009; 113(11): 2386-93. DOI: 10.1182/blood-2008-07-162503
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BonesHb lowe

An rOpUT™ ANArHOCTUKHU

CnneHomeranus? »
v JlononHutensHele

Y Ha Kngl-mqecme "
Mnanmpyercs CnneHomeranus, He CBA3GHHAS e e
( cnnewskTomms? | C NOPTANLHOM rUNepTeH3ueil TpomBoure bakTope::
9
y Y :]50 x10°/n - J xonecrepura
CHauana BbInOHHMTb) T 9/ +
pom6oumtsl <150 x 10°/n  occanrum
( SH3uMoaMarHocTuky 1 (MNepramMmarnobynMHeMs Un MOHOKNO- aHemus + i epputra
HanbHAs rammanatus y nauyentos <30 ner occanrum + e
A rammanaTis
ramma-
Uccneposanue KocTHOro Mosra mobynuHos occanrum
Uckniouenne remobnacrosa S
Hannuue knerok fowe? KPOBOTEYEHMs nocne
MEAULMHCKMX
\ \ \ BMELLATENbCTB
Knetku lowe [emobnacros Knetku lowe
He 0BHapyXeHbl UCKMIOYEH 0bHapyXeHbl
\ \ \

- dH3numopmarHoctuka (riokouepebposupasal ) ol o 201 801 0
aantauns: Mistry PK et al. Am J Hematol. B - 1H0-10.
HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU 24



AHemum

OuddepeHumansHas naboparopHas AUArHOCTUKA

Bup anemun Cranpapr anarHoctukn | Hgb RBC MCV | MCH | MCHC | Ret IRF Mopdonorus aputpouutos Fe Ferr | OXCC | B12 B9 Bil LDH oP3

Octpas noctreuoppary- VLN N N L N L L1 bes ocobensocrei NN N NN N NN

JlarenTHbi# AeduuuT xenesa N N N/V | N/ N N N | bBes ocobenHocreli N J 1 N N N N | N

Xenesopeduumtias aHemus E%:ZT:::::“MH J /N J y ! N/T | N/T | Tunoxpomns J l 1 N N N N | N/t

AHeMHs XpOHHYECKUX QGHANM3 KPOBH

3060nesaznﬁ VNN PN /N LN | Tunoxpomus d 1 4 N N N | NN

B - u ponnesopeduumTHLIE T. Xonnu, konsua Kebota, 6azod.

O:IZEMMM i ¢ T T N l N/T MYHKTAUNUS, MAKPOLMTbI N N N i J( N/T N/T N
Oxpacka Ha c1aepo- Bazod. nyHkraums,

Cunepotinacras aenia 6n£cn:| B Muenorp%MMe v YN v v v v v T I'Iu:ﬁ'leH);eﬁMQ 1 1 N/ N N N B N

AyTomidynhos Mpasos npoba TMonuxpomarodunbHeie 3purpoLu-

reMONUTUYECKAS QHEMMS Kym6ca,/ onpenenerme J J N/t /N N 1 1 T8, CpOUHTH, NOKPOI N N N N N 0 TN

(rennosas/ xonososas) XONIOROBLIX GHTHTEN h CPEPOLATH, MaKpoU

Mexatuyeckas LUncroupTl, MUKpOChepoLMTH,

TEMONUTMYECKAS AHEMMS Hanuswe wctouyros v v v i/N N 1 1 parMeHThl SpHTpOLUTOB N/T N/T N/i N N 1 T N/i
Ocuoruseckas Mukpocdepouul, oBanouuTsl,

Mem6paronaruu 5:::;::7:::‘5"’ { Vo WN N N ? 1 QKAHTOLWTEI, CTOMATOLMTHI NN NN N 0 (I
3ﬂeKTp0¢0pe3 nOﬁKMﬂOLWTOEl, MULLEHEBUOHbIE

TemornobuHonatmmu bpaKupi resomona YN[/ NN N 1 1 :s:;ﬁ:::;u, 7. Xonnu, 6azod. N/t LN/T DN/ N N 0 1
Broxummueckuit Bes ocobenHocteit/ Tenbua

SH3MMoNaTHH U YN |I/N| N N NN N / N N N N N N/ NN

MapokcuamansHas HouHas Mpotounas TonnxpomarodunbHsie

remornobuHypus UMTOMETpHUS VLN NN N TNt 3pUTPOUMTSI, chepoLuTsI N INA| N N N NS N

Hgb — yposens remornobuta; RBC — konnuectso sputpoumtos; MCV — cpennit o6vem sputpouta; MCH — cpenree cogepxative remornobuta s sputpouute; MCHC — cpearss koHueTpauus remornobuka s sputpouytte; Ret — konu-
yecTo petukynouutos; IRF — ¢pm<u,ws| He3pensix perukynouwTos; Fe — yposens cuisopotouHoro xenesa; Ferr — yposens deppuuta ceisopotku; OXCC — obuas xenesoceassisaiowas cnocobHocTs coisoporky; B, — euramun B, ceiso-
porku; B, — donats ceisoporku; Bil — obuwmit Gunnpy6u; LDH — akmverocts nakrataeruaporenasti; OP3 — ocmoTiseckas pesucreHTHocTs 3putpountos; 4 T — nokuxenne u nossiwense napamerpa; N — nopameTp B npenenux HOprI

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU
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XenesopeduuutHas avemus (KOA)
Anropu1tm AMArHOCTUKM M TEPANUM

OB cnenoBaHme ¢ Lenbio NOKUCKA UCTOYHUKA KPOBOMOTEPH, MPHYM-
Hbl HOPYLUEHNS BCacbiBaHMA Xenesa. Ycrparenne npuuntbl XA

A6contotHbiii geduumTa Xenesa

Hb>80r/n

\

MepopanbHeie npenaparsl
Xenesa

\/

Hb <80 r/n

lNapentepanbHbie

npenaparsl xenesa

HeTt

|

Koutpons apdextnsHocTn
1 pa3 B mecsu. Jleyenue
apdektueHo? (Mosbiwenue
Hb Ha 10 r/n B mecau)

¥

MpoponxeHue Tepanuu
/O HopMann3aLuM
FeMOrNoBMHA 1 NOBLILIEHMS
depputura > 60 Hr/mn

KonTponb appextneHoctyn
1 paz B 7-10 pHent

\/

MpoponxeHue Tepanmuu
RO HOpManM3aLMA
FEMONI06MHA 1 NOBbILIEHNS
depputura > 60 Hr/mn

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU

MNepepacnpepenurenbHbiif

Tepanus no NoKA3aHUsM.
JNeuenne npenaparamu

MCCHBAOBGHM& napameTpos Metabonnsma xenesa

¥ y

Couetanue abconioTHoro
¥ nepepacnpeAenuTenbHoro
AeduumTa Xenesa

HopmanbHble napameTpsl
metabonuama xenesa

Aeduumt Xenesa

Tepanml OCHOBHOTO 3060N1€BAHMS —
NPUYUHLI BOCNANEHUS

\/

Mocne Kynuposakms,/
CTQGVIJ'IVBOIJMM BOCNANUTENbHOIO

Jleyenne npenaparamu
Xenesd He NoKa3aHo

\/

O6cnenoBaHme ¢ Lenbio

Tepanus ocHoBHOro onpeaeneHns NpUYKHeI

3060neBaHNS — npouecca — repanus aHemuu
NPMuMHBI BOCNAAEHNS, NAPEHTEPANbHBIMU NPENnApaTamm
xenesa
3amectutensHas XapakTepHbie ans
FEMOKOMMOHEHTHAS ' XenesoneduUUTHON aHeMUM

W3MEHEHUS B 06 €M GHOU3Ee KPOoBK:
Kontponb apdpektusHoctn 1 pas s w‘ 4

7-10 aHen 1. Mukpouwros, runoxpomus
Xene3da He NOKA3AHO SPUTPOLHTOB
v 2. TpombouuTos
lpononxetue Tepanum ao 3. | Ret-He
HO 6 4. 1 Hypo-He
PMannU3aLMm remornoouHa

5. Delta-He — nonoxurensoe

1/Wnm oTCyTCTBUS KpUTEPUER sHaveHHe

abconioTHoro geduumTa Xenesa

Mpoexr HauuoHanbHbIx knuHU4eCKMX pekomeraalmii no guarxoctue v nederio XIA. 2023 r.
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B]Z-Aeq)VILI,VITHCISl aHeMus
AHFOPMTM AVNArHOCTUKU U Tepcmvm

O6cnenoBanme ¢ Lenbio onpeaeneHns MPULKHLI aepuuuTa

Onpepnenenme cbIBOPOTOYHOM KOHLLEHTPALUM
kobanamuHa, aHTUTEN K BHYTPEHHOMY pakTopy Kacna

Lleuuy koBanammHa + auTuTena K sHyTpenHemy bakropy Kacna Aeduumr kobanamuna 6e3 antuten HopmanbHas koHueHTpaums

K BHyTpeHHeMy dakropy Kacna kobanamuna

H . Orcyrcreue
anuumMe HEBPONOrMYECKUX HAPYLIEHMIA HEBPONOTMYECKUX HOpYLIEHNA TNeyeHne umanokobanammuHom
v He NOKA3aHO
Linanokobanamun 400-500 mkr/cyTkm Linanokobanamun 100-200 mkr/cyTkn
yepes AeHb B/B, n/k uan 8/m uepes aeHb /8, n/k unn 8/m
Tepanus nepopanbHbiM O6cnepoBanme ¢ Lenbio
uMaHokobanamuHom OnpeAeneHns NPUYNHbI GHEMUMN
OueHKa pasBUTUS PETUKYNOLUTAPHOTO OueHKa pasBUTUS PETUKYNOLMTAPHOTO 1000 mr/cyTku
Kpu3a Ha 5-7-1 geHb Tepanuu Kpu3a Ha 5-7-1 geHb Tepanuu RO PErpecca LyUToneHuu
11 HEBPONOTUYECKMX HAPYLIEHWH
MporonxeHue Tepanm o perpecca (npw Hanwsuw] Xopakrepuu ans B,-pequuumo
I'Iponomxenue Tepanum go perpecca QHEMUM U3MEHEHNS:
LIMTOMEHMMN 1 HEBPONOTUYECKMX -

HapyweHuu 1. MakpouwTos, runepxpomus SputpoLuToB
' ' 2. TpombouutoneHws, nedKkoneHus
3. [unepcermentauus spep HeiTpodUnos
4. broxumuueckue MapKepsl reMonuaa

MoxusHeHnHas npodunakTMyeckas Tepanus
nepopansHeim uuaxokobanamusom 1000 mkr/cyTkn

Mpoext HaupoHansHbix KnuHUYECKX PEKOMEHALMI IO AMATHOCTUKE U evenmio B -aednuuTHON aHeMn.

2023 .
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®onuesogedunumTHas aHemms
AJ'II'OPMTM AVNArHOCTUKU U TepGI'IMM

AHemus

O6cnepoBanme ¢ uenbio
onpeAeneHns NPUYMHbI
peduumTa

OnpepeneHue cbIBOPOTOHHON KOHLEHTpALMM ponaTos

ChuxeHHas KoHUEeHTpauus donaros

}

Tepanus nepopanbHbLIMK NpenapaTamm
donuesoii kucnotsl B gose 1-5 mr/cyTku

OueHKa pasBuTMs PeTUKYNOLUTAPHOTO
kpu3a Ha 7-10-1 geHb Tepanuu

lMpononxeHue Tepanum o perpecca
LuTONEHNM

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU

HopmansHas koHueHTpauus ¢ponaros

}

Jleyenne npenaparamu ponuesoi
KMCNOThI HE OKA3aHO

{

O6cnepoBaHme ¢ Lenbio onpepeneHus
NPUYNHBI GHEMUK

XapakTepHsie ans ¢ponmesofeUUUTHOM
QHEMUM M3MEHEHNS:

1. MakpouwTos, runepxpomus SpuTpoLUTOB

2. TpombouutoneHus, neikoneHus

3. basodunbHas 3epHHCTOCTb 3PUTPOLIMTOB,
Tenbua Xonnu

4. TunepcermeHTauys saep HenTpob1noB

Mpoext HauuoHanbHbIX KIMHAYECKMX PEKOMEHAALMIA N0 AUATHOCTAKE U NedeHHio
donesogeduumTHON aHemum. 2023 T.
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[emonutnyeckue anemum (FA)

Knaccudumkaums
HacnepcreenHsie/BpoxpaeHHble MpuobpeteHHbie
(BHYTpeHHuUi AeexT spuTpoLMTOB) (cBsi3aHbI C BHEWHWM Bo3AeiHCTBHEM)
Mem6panonarum MmmyHHbIE
*  HapyweHus coctasa / cTpoenms 6enkoBo-nMnmaHol MemMbpanbl o aytoummyHHble (AUTA c rennoseimu anturenamu, AUTA ¢ xonopo-
1 paboThl MOHHBIX KAHANOB, MPUBOAALLMX K U3MEHEHUIO MOPPONOTMHU BbIMW QHTMTENAMM)
M CPOKA XM3HM 3PUTPOLUTOB (CpepoLpTos, OBANOLUTOS, CTOMATOLM- *  annoMMMyHHbIe (HecoBmecTMMas TpaHcdyaus U remonnTHyeckas 6o-
T03, AKAHTOLWTO3) Ne3Hb HOBOPOXAEHHBIX, TPAHCMNCHTALMSA FEMOMO3TUYECKUX CTBONOBBIX
Knetok)
femorno6uHonaruu
*  pedekT ckopocTH cuHTe3a uenei mobuua ([3- u a-tanaccemnn) MukpoaHruonaruueckue
*  pedeKT NepBUYHON CTPYKTYpbl — HECTABUNbHbIE reMOrNOBHHBI (rpomBotnueckas TpombouuTonenmnyeckas nypnypa, al'YC,sackynutsl)
(6onee 200), cepnoeuaHoknetouHas anemms (HbS)*
Tokcunueckue
depmentonartuu (nekapcTBenHbie, TemnepaTypa, bl M TOKCHHBI)
L]
AedeKT SH3UMOB MMMKONM3d, NeHT030¢$h0CdHATHOTO LWYHTA, IMIOTATUOHA MexaHnueckue

(rnioko3a-6-pocdaTaernaporeHasa, MMPyBATKMHA3A, FEKCOKUHA3A

Wap.)* (nedexr knanaHa cepaua, aHeBpU3MbI, MapLueBas remMornobuHypus)

Undekuun
* B ckoBKAX NepedmucneHbl TONKO Camble PacpOCTPaHeHHbie AedeKTl (manspus, 6apToHennes, 6abe3nos, cTpenTokokkoBas MHbEKUMS, cencuc)

MapokcuzmanbHas HouHas remornobuxypus (MHI) —
NpuobpeTeHHAs MyTaums B reHax 6enkos MeMOPUHHOMN IKOPHOW CTPYKTYPbI
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NapokcmsmanbHas HouHas remornobunypus (MHT)

OLl,eHKCI remarosiormieckoro OoTeeTa Ha repanuio VIHI'VI6VITOPCIMVI KOMMJIEMEHTA

MHT-knoH * BHYTpUCOCYAUCTIN reMonm3

i H

Aa er
ﬁ Hannuue AA unun MD‘C H

\ \l
AA/THT uan MAC/MHT «Knaccnueckasy MHI

I
Y Y

Ectb nokaszanus
K HO3HOYEHMIO UHrMBuTOpa
KOMMEMEHTA

Ectb nokasaxus
K HO3HOYEHMIO MHrMBuTOpa
KoMnnemeHTd

I Her
Jleyenme ocHoBHOro 3060n€BaHNS Jleyenne ocHoBHoro 3060n€BaHMS
WHruburop komnnementa IuHamnyeckoe Habnioperme
+ kontponb MHI-knoHa 2 pasa B rop + nHrMbutop KoMnneMeHTa

Her

AA — annactmyeckas aHemus .
. lMpoekt HauuoHanbHbIX KNMHMYECKUX peKOMeHAAUMHA No auarHocTuke u nevenuto MHML 2023 r.
MJIC — M1enoancnaacTMyeckuii CHHAPOM
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NapokcusmansHas HouHas remornobunypwms (MHT)

OLl,eHKO remaronorm4yeckoro OTeeTra Ha repanuio I/IHWIGVITOPCIMVI KOMMJIEMEHTA

. Yacrora pancdysun
[emaronornyeckuit oteer femornobuu, r/n KommeHTapui
v/ 3PUTPOLMTOB P
Monubii oTBET >120
OntMManbHbI# oTBeT He npoeoasrca
Xopowwwi oteer 100-120
YacTnyHbi otBeT 80-100 # <2 103 30 NONroAd
Heobxoaumo wmcknio-
CybonTumanbHbii4 oTBeT YUTb KOCTHOMO3TOBYIO
Mok HeAOCTATOYHOCTD
anbiit oteer (otcyTcTame <80 T e e
oteeta)

Debureaux P-E. et al. Categorizing hematological response to eculizumab in paroxysmal nocturnal hemoglobinuria: @ multicenter real-life study // Bone Marrow Transplant. 2021. Vol. 56, N2 10. P. 2600-2.
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Annactnyeckme anemum (AA)

Knaccudumkaums

Mpuobpetentble AA

Mamonatmueckas AA StHonoruyeckmi akTop He UAEHTMGHULMPOBAH

Pagnaums

ﬂeKOpCTBO M TOKCHUHbI

BupycaccounmposanHeie (BupycHbie renatutel, Bupyc Snwreiina—bapp, BUpyc MMMyHopedMuMTa Yenoseka, napaosupyc B,  y naupeHToB ¢ uMMyHoRedMuMTOM)

Ha doHe nMMyHHbIX 3060neBaHMi:

¢ CMCTeMHas KpacHas BOMYAHKA M APYrue KOnnareHo3bl

*  vnorammarnoBynunemus (0Buias BapuabenbHas MMMYHHaS HegoCTaTouHoCTs, cviapom HuiiMere, X-cuennenHsiit nMMGonponMbepaTHBHsIi cHHAPOM)

Bropuunas AA

o bonesHb TPAHCNAAHTAT NPOTUB XO39MHA»

*  303MHOQMIbHBIA acLuuT

TUMOMG ¥ KapLMHOMA THMYCQ

MapokcuamanbHas HOHAS FeMOrNOBUHYpHS

bepemenHocTs

Anemns Darkoru

BpoxpeHHbiit auckeparo3

BpoxaeHHbie AA HacriencTBeHHas aMerakapHoLHTapHAs aHeMHs

Cunppom LLIsaxmana -[laiimoraa

Anemus [aimonga-bnexdena

Marsh et al. Guidelines for the diagnosis and management of aplasfic anaemia. 8r/ Haematol. 2009 Oct; 147(1): 43-70.
Gupta V. et al. Clinical relevance of cytogenetic abnormalities at diagnosis of acquired aplastic anaemia in adults 8-/ Haematol. 2006 Jul; 134(1): 95-9.
Socie et al. Late clonal diseases of treated aplastic anemia. Semin Hematol. 2000Jan; 37(1): 91-101; Muxaiinosa E.A. v ap., Kom6uHMpOBaHHAS MMMyHOCYNpeCCHBHAS TEPanKs BONbHEIX ANNACTAYECKOI aHeMMeit: 3G bexTHBHOCT,

| \
| \
| \
| \
| \
| \
| \
| \
| \
| \
‘ 3nokayecraeHHble IMMPonponMdepaTHeHbie 3abonesanus ‘
*
|
| \
| \
| \
| \
| \
NOBTOPHBIX KyYPCOB QHTUTUMOLMTaPHOTO rMobynuHa. femaronorms 1 Tparc@ysuonorns. 2014; 59(4): 11-182014.
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MpunobpeteHHas annactuyeckas aHemus (AA)

Kpurepuu auardoctukm (1)

Mertop nccnegoeanus

Heobxopumbie aaHHbIE ANa
AvddepeHUNanbHOM AMArHOCTUKH
ANAACTUYECKOU AHEMUU

AnddepeHumnanbHbiii aguarHos

Knutmnueckwit aHanus kposu

TpexpocTKoBas LUTONEHNS, OTHOCHTENbHBIN TUMAOLNTO3, AHEMMS
6e3 peTvkynouuTo3a, MOKPOLMTO3 BOIMOXEH

OrcyTcTeue AUcnnasum HeMTPOMNOB, AHOMANHH TPOMBOLMTOB,
6nacros, 6oMbLKX FPAHYASPHBIX AMMGBOLIUTOB, KBONIOCATHIXY
nMMgoLyTOR

AHemuw, BbiI3BaHHbIE HapylweHuem cuntesa IHK

[unonnactnyeckmit BAPMAHT MMENOAUCNNACTAYECKOTO

cunppoma (MAC)
Ocrpbit neiikos
TNeitko3 13 GonbLIMX FPAHYASPHBIX TUMGOLMTOB

Numdonponndepaups, BoNOCATOKNETONHbIN NeiKO3

Mopdonornyeckoe uccnepoanme
MyHKTATA KOCTHOTO MO3ra

CHixXeHMe KneTouHOCTH, oTcyTcTBue bnactosa (He bonee 1,8%),
HOPYLUEHME COOTHOLIEHNS POCTKOB KPOBETBOPEHMS! (0THOCHTENbHbII
numbouutos)

OrcyTCTBHE MErakapHoLMTOB

OTcyTCTBHE NPU3HAKOB ACMMENONO033a, BOIMOXHBI MPU3HAKM
BM33PUTPONO033a

Tunonnactnyeckuin MOC

Ocrpbit neiikos

Neiiko3 13 6onbLIKX FPaHYASPHBIX AMMPOLUTOB
Numdonponndepaups

[ucTonornyeckoe uccneaoeaHune
TpeI'IOH06HOI'ITOTCI KOCTHOrO MO3ra

Knerounocts koctHoro Mosra <25% (no oTHOWEHMIO K BO3PACTHO/
HopMe), npeobnapaHHe X1POBOTo KOCTHOTO MO3ra

Ouarv MHTEHCHBHOTO KPOBETBOPEHHS C NpeobnagaHuem 3putpono-
330 (BO3MOXHbI NPU3HAKM AH3IPUTPON033Q), OTCYTCTBHE NPU3HAKOB
BMCMMENON033a

Orcytctsue pubpo3a cTpoMbl

OrcyTctaue MHGUALTPALIMM AHOMAbHBIMM KIETKAMM

Tunonnactnyeckuit MIC

Ocrpbiit neikos

TNeiiko3 u3 GonbLIKX PaHYAAPHBIX TMMPOLUTOB
Numdonponndepaups

LinToreHetnueckoe MccnepoBanme kneTok
KOCTHOTO MO3rQ, OLEHKA IOMKOCTH XPOMO-
coM (mMmdouuTs nepudbepreckoit kposH)

XpomocomHbie abeppauun
Liutorenernyeckue knowsi -7,+8, del13q, 6p-, 5q-
[36-ect/npoba ¢ MUTOMMLMHOM

Tunonnactnyeckuit MAC
Ocrpeii neikos
KoxcturyuponansHas AA

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU
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MpuobpeteHHas annactuyeckas aHemus (AA)
Kpurepuu auarHoctukm (2)

Heobxopumbie ganHbie Ans auddepeHUManHo

Merop nccneposanus “ nddepeHLManbHbIi AUArHO3
A A AWArHOCTUKKU anadacTuyeckon GHEMUM n ¢¢ peHt A
MHT-kno (spurpoupttsl CD59-, rparynountsl CD24-/ Flaer-, moHoupTs!
MMmyHod)eHomnmecme CD14-/Flaer-) , rMnOnn?CTli‘leCKMﬁ sapuant MIC
U®T ouenka aucmuenonossa (Obwepnrennas wkana Ogata/ Wells-A) Ocrpbiit neikos
ST CD34+<1%* MapokcuamanbHas HoYHAs remMornobuHypHs
Onpenenexue anmHel TenomepHbix yyactkos JHK*
.| AHemuy, Bbi3BaHHble HapyweHuem cuntesa JHK
Monur OpHHT GHeMHil B, bonmesas kucnota, obmen xenesa (HTX, OXKCC, tpancdeppuh, coiBopoTouHsi Kene303eBUUUTHOR GHeMS, BTOPHUHKIA reNio-

deppuiH)

c1aepos

MonekynspHbii ananus*

Comarmyeckue MyTaumm*
Myaupm 8 rexax renomepasHoro komnnekca*
HLA-TunMpoBaHme and noucka soHopa

Tunonnactuueckuit Bapuant MAC, octpeii neitkos
LiutoneHmm, accounmpoBaHHbie ¢ KNOHAMbHBIMM
MyTOLMSIMA

Wccneposakus Ha Mapkepbl
BMPYCHbIX MHEKLWH

Mapkepsi Bupycos renatutos B 1 C, akTvBHO pennuumpyioLuuxcs repnecaupycos
(EBV, HHV4), napeosupyca B19

Bupyc-accoupmpoBanHas annacTHyeckas aHemus

AyTONMMYHHBI CKPUHMHT

Pesmatomnanbii daktop, antutena k Asycnupansioi JHK, antuhykneaphbiit daktop

CucremHas KpacHas BONYAHKA U Ap. KONNAreHo3bl

* NononHutenbHble MeToabl anarHoctuku; UPT — nmmyHodperotunmuyeckas; MAC — muenoancnnactuueckui cunapom; HTXK — Hacbiwenne TpaHcdeppmta
xenesom; OXKCC — obwasi xene3oces3biBaioLLds cnocobHOCTb CLIBOPOTKM

Camitta et al. Selection of patients for bone marrow fransplantation in severe aplastic anemia. Blood. 1975.
Bacigalupo et al. Bone marrow transplantation (BMT) versus immunosuppression for the treatment of severe aplastic anaemia (SAA): a report of the EBMT SAA working party. Br./ Haematol. 1988 Oct; 70(2): 177-82.
Tuzuner, Bennett, Reference standards for bone marrow cellularity. Leuk Res. 1994 Aug; 18(8): 645-7.
Marsh et al. Guidelines for the diagnosis and management of aplastic anaemia. B/ Haematol. 2009; Oct; 147(1): 43-70.
Rovo et al. Diagnosis of acquired aplastic anemia. Bone Marrow Transplant, 2013 Feb; 48(2): 162-7.
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MpuobpereHHas annactuyeckas aHemus (AA)

Kpurepum taxectu

Taxects AA

Kpurepuu

Heraxenas ¢popma

lpanynouute >0,5 x 10°/n
+ HENosHOEe COOTBETCTBME KPUTEPHSM TaKenon Gpopmbl AA

Taxenas ¢popma

KnetouHocTb kocTHoro mMosra <25% (no oTHowweHMIo K Bo3pacTHOi HopMe), uau kneTouHocTb >25%, Ho <50%
NPK COAEPXAHMM MUENOMAHBIX 3NEMEHTOB (T. €. UcKloYas IMMPOLUTL U NnasmaTHyeckue knetkn) <30%
lpanynouute <0,5 % 10°/n

Tpom6oumtsl <20 x 10°/n

Petukynouutsi <20 x 10°/n (menee 60 x 10?/n npu noacyeTte ¢ MCNONb3OBAHMEM reMATONOTMYECKMX
QHANM3aTOpOB)

Ceepxraxenas ¢popma

Te xe kputepuu, uto u npu Taxenoi AA
+ lpanynouutel <0,2 x 10°/n

Camitta et al. Selection of patients for bone marrow fransplantation in severe aplastic anemia. Blood. 1975.

Bacigalupo et al. Bone marrow transplantation (BMT) versus immunosuppression for the treatment of severe aplastic anaemia (SAA): a report of the EBMT SAA working party. Br./ Haematol. 1988 Oct; 70(2): 177-82.
Tuzuner, Bennett, Reference standards for bone marrow cellularity. Zeuk Res. 1994 Aug; 18(8): 645-7.

Marsh et al. Guidelines for the diagnosis and management of aplastic anaemia. Br/ Haematol. 2009 Oct; 147(1): 43-70.

Rovo et al. Diagnosis of acquired aplastic anemia. Bone Marrow Transplant, 2013 Feb; 48(2): 162-7.
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MpuobpeteHHas annactuyeckas aHemus (AA)
Kputepun otseta Ha ummyHocynpeccueHyio Tepanuio (UCT)

Taxenas AA (TAA)

Heraxenas AA (HAA)

Her oteeta Coxpansiorcs kputepuu TAA

Coxpansiotcs kputepun HAA

¢ Orcytcteue TpaHCY3UOHHON 30BUCMMOCTH

Yactnuneid oteer | | Her kpwrepvtes TAA

¢ Orcytctame TpaHcdy3moHHOM 3aBHCHMOCTH (ecnn pakee Bbina)
*  YnBoeHue 3HaYEHMS

AW HOPMANM3ALMS MOKA3ATENEH KAK MUHUMYM NO OBHOM JTHHUM
WIW ysenu4ene 6azosbix nokasarenei:

remornobux — bonee vem Ha 301/ n

HeiTpodunel — Bonee yem Ha 0,5 x 10°/n

TpombounTsl — Gonee wem Ha 20 x 10°/n

remormnobun >1101/n
Heitpodune >1,5 x 10°/n
Tpombouytsl >150 x 10°/n

MonHeii oTET

remormnobun >110 1/n
weitpodune >1,5 x 10°/n
TpombounTsl >150 x 10°/n

Marsh et al. Guidelines for the diagnosis and management of aplastic anaemia. Br J Haematol. 2009 Oct; 147(1): 43-70.
Killick et al. Guidelines for the diagnosis and management of adult aplastic anaemia. BrJ Haematol. 2016 Jan; 172(2): 187-207.

Mokasarenu remorpammbl

Knunuko-remaronornyeckoe ynyuweHue
(oTcyTcTBME TPAHCDYIMOHHOM 30BUCUMOCTH)

YactuyHas pemmncens

MonHas pemncens

Femornobu (r/n) 280,0 2100,0 2120,0
Heitrpodunel (x10°/n) 21,0 21,5 22,0
TpomBouptsi (x10°/n) 220,0 280,0 2150,0
Muxaiinosa E. A. u ap. Kom6uHMpoBaHHas mMyHOCYNpeCcHBHOS Tepans 6oNbHLIX AMAGCTAYECKOM QHEMMeN: SGPEKTUBHOCTL NOBTOPHLIX KYPCOB GHTUTUMOLMTAPHOTO MobyauHa. femaronorus i Tpatc@ysnonorns. 2014; 59(4): 11-182014.
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Octpbie nopdupum

Knaccndumkaums

[leyeHouHblE

- Octpas

nepemexatoLascs nopdupus

= Mopdupusi, obycnosneHHas!
nedbuuntom gernaparassl AJTK

- Bapuerathas
nopbupus

> HacnepcteenHas
Konponopoupus

- Mo3pHss

KOXHOs moppupms

NMopdupun

Octpbie
nopdupun

SpuTponosTnieckue

SpuTponosTuyeckas

npoTonopdupus <

BpoxaerHas

A133PUTPOMOSTUYECKOS <
noppupms

AJIK — ammnHonesyneHoBas Kucnota

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU

Mpoekt HauuoHanbHbIX KTMHUYECKUX PEKOMEHAALMI MO AUArHOCTHUKE M IeYeHHIO ocTpbix nopdupuit. 2023 r.
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Octpbie nopoupum

Anroputm geicTeuin Bpaya npu Noa03pEHNU HA OCTPYIo nopdupuio

Octpbie 6051 B x1BOTE 6€3 NEPUTOHEANBHBIX 3HAKOB

" OcTpbiit Banbll TeTpanapes u/unu octpas sHuedanonatms
1 06BLEKTUBHO YCTAHOBNEHHOM NPUUUHBI

e Jliobble 3 NPM3HAKA M3 HUXENEPEUMCIEHHBIX:

*  MHTeHcHBHbIe 60K B XMBOTE M/MNN NOSCHULE

®  QBTOHOMHAS ANUCOYHKLMS (TAXMKAPAKA M/WUNK apTepUansHas runepTeHsus,
3anop u/mnu 3apepxka moym)

®  rMMNOHATPUEMMS

®  ncuxMyeckue paccTpoiCTBa M/Mnu anMnenTUyeckmue NpUNaakmu

®  KEHCKMI Mo, penpoayKTUBHbIM BO3pACT

\4

*  KayecTBeHHbIM QHANN3 HA TOPGOBUANHOTEH MOUM B TEYEHME MEPBLIX CYTOK
e O7Ka3 OT HA3HAYEH!s! MOPPUPHUHOTEHHBIX MPENAPATOB
¢ [loppepxueatouas Tepanus

MonoxuTenbHeI pe3ynsTaT Ka4eCTBEHHOTO KonuyecTBeHHbINH QHANMU3 OTpuuaTenbHbIA Pe3ynbTaT KAYECTBEHHOTO
aHanusa Ha nop¢pobunmHoreH Ha AJTK v MBI moum aHanuaa Ha nopdobunuHoreH

> 5 pas Bbilwe HOPMbI <5 pas Bbilwe HOPMbI

McknioueHne nHbIX TPUUnH

(LG pEE X T cnepfoBoi NopdUpPHHY pUM

Y

® BBEAEHWE reMnHa BO BPEMS PEMUCCUM — HaBNIOAeHWe Y remaTonora

® BBeJleHMe AeKCTPO3kl IHK-g1arnoctika npobaHaa 1 poacTBEHHUKOB
* NOAAEPXMBAIOLLAS M BOCCTAHOBMTENbHAS TEPANMs NpobUNakTMKa 06oCTpeHMil

I'Ipononxm‘h o6cnenoaaume

HEOMYXOJEBbIE 3ABOJIEBAHMUA CUCTEMbI KPOBU AJIK — amuHonesyneHosas kucnota, MBI — nopdpobunutoret 38




AntndocponmnmpHbiin cuigpom (ADC)

Kpurepun auartosa

[narHo3 ycTaHaBNMBAETCs Npy Hanuumu MuHMmMyMm 1 KnuHudeckoro u 1 naboparopHoro Kputepues

*

Knunuyeckne kpurepun Nab6oparopHbie Kputepun
Cocyaucrbiii tpomb03 B .

ONYAHOYHBIH QHTUKOATYISHT
Onvtt 1 Bonee 3NM30R0B BEHO3HOTO, APTEPHANLHOTO MU TPOMBO3A MENKMX
cocynos 2 11 bonee NONOXMTENbHBIX PE3YALTATA C MHTEPBANOM He MeHee 12 Hepenb
Matonorus 6epemenHocTH AHTMKapAMONMNMHOBbIE AHTUTENA
* 1 Bonee HeobbACHMMas rMBenb MOPGONOTHIECKN 1 reHeTHdeCkH 3gopo- | HaTHuve 1gG M/ IgM B cpepem unw BLICOKOM THTPE He Meee dem

soro nnoga cpokom 10 1 Gonee Hepens B 2 TeCTAX C MHTEPBANOM He MeHee 12 Hepenb

* 1 n6onee npexaespemenHble poasl Ao 34 Hepenb GepeMeHHOCTH, npoTe-

TOYHOCTbIO, C POXAEHMEM MOPPONOTMYECKH 3R0POBOTO NNOAT

* 3 ubonee HeoBBACHMMbIX MPepLIBaHMHA BepeMEHHOCTH B CPOKY
no 10 Heenb, NP UCKIIYEHUU AHATOMUYECKMX M FOPMOHAMbHBIX MPUUHH,
0 TAKXKe XPOMOCOMHBIX GHOMAHA

Auturena k 6era2-rnukonpotemnny-1
Hanuume IgG 1/ unn IgM & cpenrem unm Bbicokom THTpe He MeHee yem
B 2 TECTOX C MHTEPBANOM He MeHee 12 Hepenb

* IMpu Gecnnonnm HescHoro rexesa pekomerayeTca sononHuTensHoe onpeaenene IgM/IgG k arHeKcuHy, npoTpomMBHHy, bocdatuanncepuHy, cymmapHsim docdonmnuaan (asykpatHoe onpenenexye ¢ ukTepsanom s 12 Hepens)
Guidelines International Society on Thrombosis and Haemostasis. 2006.
Deepa R. Jayakody Arachchillage et al. Thromb Haemost 2015;113:13-9.

KQIOLLEH C TXENbIM FeCTO30M WM TAXENO! GpeTonNaLeHTapHON HeAoCTa-
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[psmble opanbHbie AHTMKOAryNSHTbI

AnukcabaH Hla6urarpana stekcunar Pusapokcaban dnokcaban
Muwensb gns peicrama ®akrop Xa ®akrop lla ®akrop Xa ®akrop Xa
Muk percrems 1-2 yaca 1-3 vaca 2-4 4aca 1-2 yaca
nepMOA NoMyX13HH 8-14 vacos 14-17 vacos 7-11 yacos 5-11 yacos
BuiseneHue noykamu 27% 80% 33% 50%

KnKp <15 mn/mun; Taxenoe

KnKp <30 mn/MuH, npuem uxrmbuto-

KnKp <15 mn/Mus; Taxenoe

MpoTrBonokasaHus p KnKp <15 mn/Mu (EMA); Taxenoe nopexaetme nevenn* *
NOBpEXAEHUE NeveHH pos P-raukonpotenta NOBPEXAEHME NedeHH
2,5 Mr X 2 pasa B cyT Npu HANM4MM 30 mr/cyT npu Hanuumm 1-ro u3
2-x M3 3-X KpuTepHes: 110 mr x 2 paza & cyt npu KnKp kputepues: KnKp 30-50 mn/ Mun
< )
Chixene Aos so3pact 280 ner, sec <60 kr, 30-50 mn/Mu 15 /ey npw KnKp <50 wn/un sec <60 kr, npueM UHrHBUTOpOB
kpeatuuH 2133 mkmons/n P-raukonpotenHa
Mpodunaktnyeckas Ao3a 2,5Mrx2p/cyr 110 Mrx 2 p/cyr 10 mr/cyr
« i 7
TepanesTnyeckas gosa ;gnﬁ 52Mpri3g ;/CCY)TT e 150 mr x 2p/cyr 15 Mrx 2 pasa & cyT — 21 gens, aanee 20 mr/cyt 60 mr/cyr
Anpexcaner Anpexcaer Aupekcaner
cHavana Boniocoe eneHHe Upapyunsymab gHaang BontocHoe BBeaeHHe, nusnee Mu?yam B Te:euue 26qacoa cHasana BomocHoe BseaeHve
b nocneaHmi npuem pusapokcabana >7 4 wasap: 400 Mr GontocHo ;
Antugor panee urdy3us B TedeHue 2 4acos S Pt e G L By e a2 " | manee uHdy3ws B Tevenme 2 4acos

400 mr 6onioco, 3aTem MHPy3Hs

no2,5r/ 50,0 mn aantensHocTsio
He 6onee 10 MuH), B/8

panee uHdyans 480 mr (4 mr/ mun)
MOCAEAHHY MPHEM PUBAPOKCABAH <7 4 HA3GA WITM BPEMS Hen3-

800 mr BoniocHo, 3atem udy3us

480 wr (4 ur/ wl, 5/ sectHo: 800 mr BoniocHo, panee udy3us 480 mr (4 mr/ MuH) 960 wr (8 wr/, 5/5
Cpoku oTMeHb! nepen
OMepaTMBHbLIM BMELIATENbCTBOM:
Mansim 224y 224-248 (8 3asucumoctn ot KnKp) | 2244 224y
Gonblunm 248y 248-296 (8 3aBucumoct ot KnKp) | 2484 248 y

KnKp — knupeHc kpeatuHuHa
*1axenoe nopaxexue nevenn — knacc C no knaccudukauumn Yarna-Meio

Monosa J1.B. v coast. Kapavonorus. 2019;59(5):68-79.

Ozgur Karcioglu ef al. Cardiovasc hematol agents Med Chem.2022;20(2): 114-24.

HEOMYXOJIEBbIE 3ABONIEBAHMUA CUCTEMbI KPOBU

40



HuskomonekynsipHbie renapmHbl

Lienesoit yposeHb aHtn-Xa akTueHOCTH (M3MepeHue yepes 3 yaca nocne BeeaeHuns npenaparal:

Ans nevebHbix go3 HMI antu-Xa aktuerocts 0,5-1,0; ans npodunaktuuecknx goz HMI antu-Xa aktmenocrs 0,3-0,5

MHH nekapcreeHHOro NpomexyTounas aosa
Tepanestnyeckas posa Npodunaktnyeckas posa
npenapara (mpm Bece 50-90 kr)
<50 kr — 20 mr X 1 pa3 B cyTku
50-90 kr — 40 mr x 1 pa3 B cyTku
SHOKCANAPUH } rgr/xr g 3 ?030 L 91-130 kr — 60 mr X 1 pas B cyTku 40 mr 2 pasa B cyTku
HATPuUA /S ek x 1 paz s cyrun 131-170 kr — 80 mr x 1 pas & cyTku
>170 kr — 0,6 mr/xr X 1 pas & cyTku
<50 kr — 2850 ME (0,3 mn % 1 pas & cyTkH)
50-90 kr — 3800 ME (0,4 mn x 1 pa3 & cyTku)
HaAponapuH ?;S] NQAEEXXZ]PMO ¢ CYTK;’ 91-130 kr — 5700 ME (0,6 mn x 1 pas & cyTku) 3800 ME 2 pasa & cyTku
kanbuus pas g cyrk 131-170 kr — 7600 ME (0,8 mn X 1 pa3 s cyrk)
>170 kr — 42 ME/kr % 1 pas & cyTku
<50 kr — 2500 ME (0,2 mn % 1 pa3 & cyTku)
50-90 kr — 5000 ME (0,2 mn % 1 pa3 & cyTku)
CEIEE D pom ME 2 pasa s oy, 91-130 kr— 7500 ME (0,3 mnx 1 pasecyrn) | 5000 ME 2 pasas cym
HaTPKA passcy 131-170 kr — 10 000 ME (1 mn % 1 pa3 & cyrku)

HEOMYXONEBbIE 3ABOJIEBAHMUS CUCTEMbI KPOBU

>170 kr — 75 ME/kr x 1 pa3 B cyTkm
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bonesHs Bunnebpanaa

JlabopatopHble KpUTEPUK AUArHOCTUKM

Tun 6onesxu Bunnebpanpa
Uccneposanne
2A 2B 2M 2N 3
Konuuecrso tpomboupros N N Y/ N N N N
A4TB T/N T/N T/N T/N T/N T/N
FVIII /N /N /N /N & <10%
vWF:RCo \: <20% d & N/ <5%
vWF:Ag & /N /N /N N/ <5%
Orowenne YWFRCo / YWF:Ag | >0,7 <0,7 <0,7 N/ >0,7 BapuabenbHo
Arperaupsi TPOMOOLMTOB € pcTO- ™ NPy HK3KOM KOHULEH-
WHLIHOM /N /N et /N N Orcyrctayer
Orcyrctaue Bbicoko- | OtcyTcTBue BbICOKO-
Myneimeps vVWF N/ MONEKYNAPHBIX Myslb- | MONEKynsipHbIX Mynb- | N N Orcyrctayer
TMMepOoB TMMepoB
FVIII — dakrop ceepreisanms kpoeu VI, YWF — dakrop Bunnebpanaa, vWF:Rco — kodaktopHas aktusHocts paktopa Bunnebpanga, vWF:Ag — anturen
daktopa Bunnebpanaa, N — Hopma, ¥ — chuxenme, T — ysenuuenue
3o3ynst H. M. 1 coasr. HaupoHansHsie knuHuyeckie pekomerpaumu no boneswn Bunnebparaa. 2018.
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bonesHb Bunnebpanaa

Hacneposanue

Tun BB 1 2A 2B 2M 2N 3
JoMHHAHTHOE C HenonHOM ne-
Hacneposanue HETPAHTHOCTbIO U BAPUTMBHO DomuHanTHOE' HomuHanTHOE' HomuHanTHOE' Peueccusroe’ Peueccusroe?
akcnpeccueit rena VWF
MpenmywectsenHo MpenMyLieCTBEHHO IK3OH®I ETZC: ;i';'o :Z;
Pacnonoxenue Becb re, npeumyLiecTseHHo 3Kk30H 28°, Takxe xaon 28 Sxaony 28-32%¢ | 18 -20"2, TaKxe BO3MOXHA 311 37-50°
B reHe VWF ak3oHbl 20-28° ak3onbl 11-16, 22, NOKANM3auus B 3K3oHax 177 ! J
25-28 5] _524 w2l _282 yacras geneuus
! B 9k30He 18°
MpevMy1LeCTBEHHO MACCEHC-MyTA - 50::"':;”::”0
OcobeHHocTH UMK U eneups 6e3 CaBUra pamkiu z 3 4 7 o
< 3 Muccenc-myraumn® | Muccenc-mytaumn® | Muccenc-myraunn® | Muccenc-myrauuu AEneuuy co
My TaUM CMTBIBaHMA 3k30HOB 4-5°, peako BTN DMK
BpYrHe TUMbI MyTaLpit' A pay
CUTHIBOHMS

! Paula D. James, Nathan T. Connell, Barbara Ameer et al. Clinical Guidelines ASH ISTH NHF WFH 2021 Guidelines on the diagnosis of von Willebrand

disease, 2021.

2 Omid Seidizadeh, Flora Peyvandi, Pier Mannuccio Mannucci. Von Willebrand disease type 2N. Journal of Thrombosis and Haemostasis, 2021.
3 Paula D. James, Anne C. Goodeve.Von Willebrand disease. Genetics in Medicine, 2011.
4 Goodeve A. Diagnosing von Willebrand disease: genetic analysis. Hematology Am Soc Hematol Educ Program, 2016.
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[emodunus A, nurnburopHas popma
Mpotokonbl NpoBeaeHNs UHAYKLMM UMMyHOROrMYeckoi TonepanTtHocty (UAT)

Hazsanue npotokona Pexum neuenus Mokasauus
Koruentpar FVIII 100-150 ME/kr kaxpasie 12 uacos; MNauvenTsr:
BOHHCKHH] NPM HONMYUK remopparuyeckoro cutapoma gononxutensko: AVKK 50 En/krumm |, C HONHYMEM TPOTHOCTUYECKH HeBAaroNpH-
rFVlla 90 wkr/xr x 2 paza/ cyr STHIX pakTopoB ans yenexa MNUT;
¢ CreMOpparuyeckUMU AMU3O0AAMM BO BPEMS
Bbicokogo3HbiM' Kowuentpar FVIII 200 ME/ kr kaxasie 24 yaca 21700
vl MaumnenTsl 6€3 CNOHTAHHBIX
HPOME)K)'TOHHI:IH Kowuentpar FVIII 100 ME/kr kaxgasie 24 4aca ey & oo s WP
" _ . . lMauneHTsl ¢ HU3KMM TUTPOM
HM3K0}J,O3HI:IH Kowuenpar FVIII 25-50 ME/ kr kaxzsiit BTOpoit aeHb WHruBTopa (<5 BE)
WmmyHoaacopbuus ¢ ucnonb3oBaHMem cedapo3HbIX KONOHOK ¢ MpoTenHoM A
LLIBepcknmit® i 1-2);
A unknodocdan 1-2 mr/kr/ cyt — 3 Hepenw; BBUT 0,3 r/xr (aHn 5-7) B Tevenme n .
3-x Hepenb; konuentpar FVIII 100 ME/ kr kaxasie 12 4acos CIPIAC © G RLIRN [FElISE .
npoBeAeHHOM BbICOKOAO3HOM TepanMei
U 4 BoaMoxHa komBuHaLMs: pUTyKCMMAB, MUKobeHonaTa MOGETHN, AEKCOMETA3OH,
MMyHOCynpeccus koruentpar FVIII 100-150 ME/ kr kaxasie 12 wacos
FVIII — pakrop ceepteiBanmsa kposu VIII

ME — MexayHapopaHas eauH1La
BE — eanHuua betesapl
BBUT — BHyTpMBEHHDIM MMMYHOTOBYAMH

1. Oldenburg J., et al. Vox Sang. 1999; 77: 49-54.

2. Mauser-Bunschoten EP. et al. Blood. 1995; 86: 983-8.
3. Freiburghaus C. et al. Haemophilia. 1999; 5: 32-9.

4. Beutel et al. Haemostaseologie. 2009.
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[emodunus A, nurnburopHas popma

Kputepuu poctixeHus MMyHonoryeckon TonepaHtHocti npu nposeaexnn MAT

MonHel# ycnex

OrpuuarensHbiit Ttp uHrbutopa (<0,6 BE)
IVR FVIII 266%
T% FVIII 27 yacos

Yact1yHbii otBeT

Mocne 36 mecsues nposeaetns UNT:
*  oTpuuaTensHbii TUTP UHrMBHTOpA (<0, 6 BE);
o IVRFVIII<66%;
o T FVIII <7 yacoe.
¢ KnuHuyeckmi oTBeT Ha NpoBOANMYIO remocTaThyeckylo Tepanmio koHuenTparamu FVIII
6e3 aHaMHeCTUYeCKOro NOBLILLEHUS TUTPA MHIMBMTOPA

Orcyrcraue cHuxenus TTpa mHrmbutopa >20% 8 Teuenne 6 mecsues nposegenms AT

Heynaya
YA OrcytcTeue pocTixeHus YacTuyHoro oteeta nocne 36 mecsues nposepenus AT
MosneHme uHrubMTOpa B TeueHHe 12 Mecsies nocne nepeBoaa NALMEHTA HA NPOGUNAKTH-
Peunpme 4eckoe neyeHue nocne ROCTUKEHNUS TONEPAHTHOCTU UM CHUXEHUE BPEMEHH BOCCTAHOBAEHHS

IVR FVIIl <66% w/ unu spemenn nonyxusnu T FVIIl <buacos

UUT — uHayKumMs MMMYHONOTMYECKOH TONEPAHTHOCTH
FVIII — pakrop ceepteiBanma kposu VIII
IVR — in vivo recovery (Bpems BoccTaHoBnenms)

T %2 — nepuop nonyBbiBeaeHus
BE — betespa eguHmua

Hay/DiMichele Blood, 2012.

DiMichele et al. Int. workshop on ITI: consensus recommendations, Haemophilia. 2007.
Valentino et al. US Guidelines, Haemophilia, 2015.

Collins et al. UK Guidelines, B/H, 2013.
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[enapuH-uHayumposanHas Tpomboumtonenus (TUT) Il Tuna
Kputepuu amarHoctnku 1 oueHKa BeposSTHOCTU PA3BUTUS

MpusHak 2 6anna 1 6ann 0 6annos
YMeHblueHMe KonMyecTea TPOM-
YMeHblueHMe KonnYecTsa TPOMBOLUTOB | YMeHbLIEHHE KONHYECTBA TPOMBOLUTOB Ha 0
TpomboumroneHus Bouptos MeHee yem Ha 30% mam

Bonee yem Ha 50% unu va 20 x 10°/n

30-50% wnw a (10-20) x 10°/n

a 10x 10°/n

Bpems maHudectaumm ot Havana
UHOY3UM renapuHa

5-10-e cyTku1 unm nepeble CyTkM ¢
QOHOMHE30M UHQY3MM renapuHa 3a
nocneptme 30 aHedt

210 pHe#t unmn 21 gHs ¢ aHOMHE3OM HHY-
3uu renapuHa 3a nocneptme 30 AHei

<4 grert 6e3 aHaMHE3a UHPY3UU
renapuHa

[lokasanHbiA Tpombo3, Hekpos

OrcyTcraue AOKA3AHHOTO

Tpom603 Unu Apyrue OCTOXHEHUS | KOXM MM CUcTeMHas peakups nocne | Tpombos monBosa
BoniocHoro BeeaeHHs renapuHa P
TMe NPUYMHbI
ATLOI Her BoamoxHbl Ectb
TpoMBouuTONEHHH

6-8 6annoe — Bbicokuit puck, 4-5 6annos — cpepHUit puUck, MeHee 3 6anNOB — HEAOCTOBEPHBIM PUCK

Cuker A, Arepally G.M., Chong B.H., Cines D.B., Greinacher A., Gruel Y. et al. American Society of Hematology 2018 guidelines for management of venous thromboembolism: heparin-induced thrombocytopenia. Vol. 2, Blood advances.

NILM (Medline). 2018; p. 3360-92.
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Tpombotuueckas pombouuronenunueckas nypnypa (TTM), auccemmHnpoeaHHoe BHYTPUCOCYAUCTOE

cseptbianme ([1BC) u renapun-unayumposanHas tpomboumtonenus Il tuna (TUT 1)
AvnddepeHumansHas anarHocTuka

NaboparopHbiit nokazarens n ABC TUT I

Obuuti Axemms Anemms U3onuposanHas

WWH HANK3 KPOBM
M TpOMBOLUTONEHNUS U TpoMBOLUTONEHNUS TpombouuToneHHs

TpomboupToneHus +++ + +
Lnsounts Ectb Ectp Her
Petukynouuros Ects Ecrb Her
CbiBopotouras aktueroctb JITIT MoebiweHa MobiweHa Hopma
lantornobux Uctowen Uctowen Hopma
AYTB Hopma* Yanuuexo Hopma*
Axrvsrocts ADAMTS13 <10% >10% >10%
‘ Antn-PF4-renapus anturena Orcyrcteyior Orcyrcteyior Mpucyrctayior

* AYTB MoxeT BbITb yANMHEHO NPU BBEREHHM FeNApPUHA

AYTB — aKkTUBUPOBAHHOE HYOCTMYHOE TPOMBONNACTUHOBOE BPEMS Eskazan E. Surg Today. 2015; 45:8—16.

JIAT - nakTataernaporeHasa
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bonesns Kactnemana (BK)

Knaceudmkaums 6onesnu Kactnemana

Kpurepun uckniouenus anartosa 6onesun Kactnemana

YHuuentpuueckas
(nokaneHas)

Mynetuuentpuyeckas
(renepanusosannas) (MBK)

Tpynna coctosHmit/
3abonesanmit

CocrosHue /3a60onesaxue

1. ranuHo-BackynspHbIi
Mopdonoruieckui
BOPMAHT

2. nna3MOKNeTOuHbIH Mopo-
NOTUYECKMH BAPUAHT

3. cmelwaHHbI4 Mopdonoru-
YECKWH BAPUAHT

1. POEMS-accoummposattas MBK

2. HHV8-accounnporannas MBK:
- BMY-nosutueHas
- BWY-neratueras

3. upnonatuyeckas MBK:
- upmonatnyeckas MBK-TAFRO
- upmonatnyeckas MBK, 6es
AOMONHMTENbHbIX YTOYHEHHH

(BAY)

UHbekumoHHbie 3060neBanus

- 3060neBaHHS, BbI3BaHHbIE BUPYCOM nLuTeliHa — Bapp (MHPEKUMOHHLIH MOHOHYKNeo3,

PeaKTUBALMA XPOHKYECKoH nwuTelH — bapp BupycHoi HHdeKumM)

- MHEKLM 1 TMMPOACHONATHH, BbI3BAHHbIE APYTHMH BO3BYAUTENsMH (aKTHBHAS MK

HEKOHTPONMPYEMAs LUTOMETaOBMPYCHAS HHEKLMS, TOKCONNA3MO3, aKTHBHBIA Ty6epkynes,
BMY, cudunnc)

- BOCNAUTENbHAA NCEBAOOMYXONb

3nokayectsenHbie,/ sobpokaye-
CTBEHHbIE HOBOOBPA30BAHMS (ana-
THOCTMPOBCHHbIE AO WU BO BPEMs!
obcnegosanus no nosogy MBK)

- numdoma XomxkuHa

HEXOFKKMHCKME NUMBOMbI (GONNMKyNSpHAS, NUMBOMA M3 KNETOK MAPTUHANBHOM 30HI
CeneseHKH, MOHTUMHOKNIETONHAS TMoMa, NMponnasmoLuTapHas mdoma)

= MHOXECTBEHHAS MMEeNIOMQ, NEePBUYHAS NIA3MOLIUTOMA HMM¢0TM“|6CKHX y3nos

- COpkoMa 13 ¢onnuKyn9|pr|x AEHAPUTHLIX KNETOK

= CONMAHbIe onyxonu

- POEMS-cuippom

AyToummyHbie/ ayTosocnanutens-
Hble 3a60neBaHus (Mpy HanKuMm
MOSHOTO CMEKTPA AMATHOCTHYE-
CKVX KpUTEPHEB Ay TOUMMYHHOTO
3abonesanus)

= CUCTEMHAA KpACHAA BOHAHKA, PeBMCITOWJ,HbIﬁ apTpur, 6GonesHb CTMHHO, I0BEHMMbHBIM

MAMONATHYECKUH QAPTPUT, CUHAPOM ®entn

- |gG4-cea3anHbie 3abonesanms

- bonnuKynSpHas rUnepraasms

- AyTOMMMYHHBIA UMb ONPONUGEPATUBHEIH CMHAPOM

POEMS-cuHppom — nonuHeiponaTus, opraHOMeranus, SHAOKPUHONATHS, MOHOKSIOHANbHAS CEKPeLMs, MOPAXeHUe KOXHbIX MOKPOBOB
TAFRO-cuHapom — TpoMBOLMTONEHMS, AHACAPKA, NIMXOPAAKA, PETHKYIHUHOBBIA GUBPO3 KOCTHOTO MO3ra, OPraHOMeranus
HHV8 — Bupyc repneca uyenoseka 8-ro una, BU4 — supyc ummyHoaeduumTa yenoseka

1. Fajgenbaum D.C, Uldrick T.S, Bagg A/ et al. International, evidence-based consensus diagnostic criteria for HHV-8-negative /idiopathic mulficentric Castleman disease. Blood. 2017. P 1-12.
2. Menuksn AJ1., Eroposa E.K. Knunnko-mopdonoruyeckue ocoberHoctn pasanunbix sapuantos 6onesnn Kactemara. fep. Apx. 2015; 7: 64-71.
3. van Rhee F. et al. International evidence-based consensus diagnostic and treatment guidelines for unicentric Castleman disease // Blood Adv. American Society of Hematology, 2020. Vol. 4, Ne 23. P. 6039-50.
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Mynbtuuentpuyeckas 6onesHs Kactnemana (MBK)

Kpurepuu guariosa MbK

Kpurepun auarnosa upnonarmueckoit MBK (MMBK)

Kpurepun anartosa uMBbK-TAFRO

lpynna . lpynna .
Py Kpurepui Py Kpurepuin
Kputepues Kputepues
1. Tucronatonoruyeckas KapTHHa:
- PErpeccuBHO TPAHCPOPMUPOBAHHBIE 30POAbILIEBbIE LEHTPHI, C PACLIMPEHHOM MOHTHIHOM
30HO}, 06PA30BAHHON POBHBIMM PSAAMM MANbIX TMMGBOLMTOB (MO TUMY «NYKOBHLBI HO
paspesen TucTonaronoruyeckue
! 1. TunuuHas MoponOrHyeckas KAPTUHA B IMMBATUYECKOM y3ne
- NpeobnafaHue B 3apOALILLEBHIX LIEHTPAX GONMMKYNIPHBIX AEHAPMTHBIX KNETOK, KpuTepuun - "
bonewwe - BOCKY/ISPU3ALMS, HOCTO 30CHET SHAOTENUANbHBIX KNETOK B UHTEPGONIUKYASPHOM NpO- 6 2 B AT G B A i
VALERLEL . P YIAPHOM 1P (0Bs3arensho Hanuuue NP UMMYHOTMCTOXMMUYECKOM UCCNEAO0BAHUN
CTPGHCTE 4 MEKHX COCYAOB MEHETPHPYIOLIAK 30PORSILIEBHIE LISHTPSI MO THIY €neAeHa A | 5oy )
nanouke»
2. Ysenuuenue numbarnueckux y3nos | cm 1 Gonee B gramerpe ¢ Bosneuexrem 2-x 1 bonee
QHATOMMYECKUX 30H
1. KoHcTuTyumoHanbHbie cUMNTOMbI — HouHas noTMBocTs, nMxopagka Gonee 38,0 °C, noxyaa- 1. Tpombouwronenus (konuuectao tpomboumtos menee 100 Tic./mkn)
Marnsie HMe MIU YCTanocTb Bonbuume KpuTepHM 2. AHacapka, acupT, raponepHKaps UM TMAPOTOPAKC NO AGHHIM
TR 2. CrineHo- u/ unu renatoMeranms (oBasaTensHo Hanwume KOMMbIOTEPHOM TOMOrpadMM
KnHHK4ecK 3. CkonneHMe XHUAKOCTH — OTEK, GHACAPKA, ACUWT U/ UM TAPOTOPAKC A3ATENBHO HANUY 3. Jiuxopapka 6onee 38 °C
Kputepuu 4. KoxXHble M3MeHEHHs — CTAPYECKME FEMAHTMOMbI MW GHONETOBbIE NANYTbI 3u3 ) 4. PetukynuHoBeii GuBpo3 B KOCTHOM Mo3re
5. VHTECTUHANbHBIA NMMbOLMTAPHBIA MHEBMOHMUT 5. OpraHomeranus (renato- u/un cnneHomeranus)
1. Yeenuuenne CPb 6onee10 mr/n u/mnm COI 6onee 15 mm/ uac
2. A H 12 H n
wewut (o wenes 125 r/n s uyxnn], He mewes 15 r/'n na xemuyan]) 1. lUnep,/ HOPMONNA3Hs METaKAPHOLMTOB B KOCTHOM MO3re
3. Tpom6ouutronenms (konuuectso TpombounTos Meree 150 Thic./mkn) unn TpombounTos
(xonnuectso TpombounTos Gonee 400 Tsic./ mkn)
Mansie
noboparophsie | 4 1 ’ y 15 Manbie kputepuu
parop . Tunoans6ymuremus (ansbymu meree 3,5 r/an) (oBs3aTensHo Hannume 1)
KpUTEpUM

5. MoveyHas HEROCTATONHOCTS cKOPOCTs KNy604K0BO# punbTpaLMM MeHee 60 mn/ muH) unn
npoteuHypua (150 mr/ 24 yaca unm 10 mr/ 100mn)

6. MonknonansHas rneprammarnobynuHemus (o6wuit V-rmobyau unu ummyHormobynun G
6onee 1700 mr/an)

2. ToBbilueHKe KOHLEHTPALMM LeNouHoH pocdotassl bes 3Hauumoro
NOBBILWEHHS KOHLEHTPALMA TPAHAMUHA3

Dispenzieri A., Fajgenbaum D.C. Overview of castleman disease // Blood. American Society of Hematology, 2020. Vol. 135, N2 16. P. 1353-64.
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bonesnb Kactnemana (BK)

OcHoBHbIE KNUHUKO-NaBOpaTOpHbIE NOKA3ATENU NPY PA3AUYHBIX BAPUAHTAX 3060neBaHMs

Napametp JNlokansnas BK uMBK, BAY MMBK-TAFRO POEMS-accounmposanras MBK HHV8-accounmposannas MBK
50-59 (BU4+)
Bospacr, ner 40-49 50-69 50-59 50-59
pact, 70-79 (BUY-)
q +/- ++ + ++
ChcTemHble cHMNTOMe! . +
CumnTOMbI CROBNEHHS MHorpaa nepudepmyeckas Heiponamis QHacapka Capkoma Kanouwm
OBbi4Ho BHc (o W BUC (o W BUC as, Mepudpepuueckas u Bucuepanshas, obbiuHo
Jiumdaneronamus h [l L A o L Mepudepuueckas u BucuepansHas pubep 3 !
yacro bulky 0BLI4HO HeBonbwworo pasmepa 0Bb14HO HeBonbILOro pasMepa HeBonbwworo pasmepa
OpraHomeranus +/- + +H +H +H
o +H
TKIOHEHME OT HOPMbI MOPKEPOB
P prep +/- +H Moxer 6bib nosbiuien yposes + +H
BOCNANEHMA
NPOKAABUMOHHHA
Anemus, Tporaﬁouwroneﬂm, OTKNOHe- ++ +H
+/- +H +/-
HUE OT HOPMbI MEYEHOYHbIX GEPMEHTOB WHoraa poMBouptos Buisenenue & nnasme IHK HHV8
+
TuneprammarnoBynuHemus +/- +H +/- . +++
P 4 7 / He6onbwioit M-rpaauent
+
MoueyHas HepocTaTouHOCTE + BryTpucocyamctas koarynsums u + +
ubpuHOTU3
[+ . .
T R aTE +H Tpsmo¥ aHTUrOBy MHOBHII TECT
AYTOMMMYHHBIE OCTIOXHEHMS P 7 AUTAS, napareonnacTueckuii nempuryc, +/- +/- nonoxXuTensHeii & 46%
NapaHeonNaCTHYECKHi 2 o
nemHryc WTTT?, uhrepctuupanbhas GonesHs nerkux R R er e e e 2R
OBbi4Ho rHanuHo-Backy- 7 g C W mnu Kynsp- 7 7 OBbi4HO NNA3MOKAETONHBI BAPUAHT M 4ACTO
Tucronatonorms . CMewwaHHbI M NAA3MOKAETOHbIH BAPUAHT p CMeLUIGHHI UAM NIA3MOKNIETONHIH BAPHAHT .
NAPHbIM BAPUAHT HbIM BAOPUAHT I'IJ'IO3M06’|0CTHMH
Jlyuesas Tepanus 8 nokansHeix cnysasx, Jlevenue
anu-M1-6° TapretHas Tepanus, puTyKcu- Kak nput uMBK, nnioc uuruButopsi 4 P RIS
Tepanus Xupyprudeckoe nevenue kak npu MM*, skniouas ayto-TTCK® npu renepanu- Purykcumab, atonosun
Mab, cuctemHas Tepanus KQMbUMHEBPHHA
30BOHHbIX BAPUAHTAX
Knuhuueckoe Tedenme DobpokauecrsenHoe Bapuabensoe QvueHb arpeccusroe Arpeceusroe Arpeccusroe
Puck passuTis numMdoMsI + + +/- +/- +

! Jluxo! agKa, NoTIMBOCTb, NOTEPS BeCAd, HeJOMOraHue, BbinoTbl, AYTOUMMYHHbIE
'’ b '’ I '’

M PeCNMPATOPHBIE CUMMTOMbI
MTIN — ummyHHas TpomBoupToneHus

MIN-6 — nurepneitkun-6

o v oA ow N

MM — MHoXecTBeHHAs MUenoma
ay1o-TICK — ayTonoru4Has TPaHCNAGQHTALUS FeMONO3THECKUX CTBOJOBBIX KNETOK
AUTA — ayTOMMMYHHQS reMONUTUYECKASI AHEMMS!

HEOMYXOJIEBbIE 3ABONIEBAHMUA CUCTEMbI KPOBU

+ MHOTAQ NpUCyTCTBYET
++ yacro npucytcTeyer
+++ o4eHb 4acTo NpucyT-

cTyet
+/- pepko npucyTcTByet

Dispenzieri A., Fajgenbaum D.C. Overview of casfleman disease // Blood. American
Society of Hematology, 2020. Vol. 135, N¢ 16. P. 1353-64.

Menukan AJ1., Eroposa E.K. Knuuko-mopdonorueckue 0coBeHHOCTH pasandHbIX BAPUAH-

708 6oneann Kacnemara. 7ep. Apx. 2015; 7: 64-71.
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[MABAIII

MuenoungHele onyxonesbie
3060NeBAHNS CUCTEMBI KPOBH




XpoHuueckne muenonponupepatneHbie Heonnasum (3abonesaqus)

Knaccudumkaums BO3 2017

Xponmueckui muenoneiikos BCR::ABL+

Uctnruas nonuuuTeMma

ScceHupmanbHas TpomboLpTeMus

* TpedubposHas/ panrss crapus
* ®ubposnas cragus

MuenonponudeparusHas Heonnasms HeknACCHPULMPOBAHHAS

XpoHuyeckmi 303MHODMALHDIA Ne KO3 HecneLUPULMPOBAHHDIH

XpOHHYeCKHH HEHTPODMNBbHBIN NEHKo3

Khoury ID, Solary E, Abla O, et al. The 5th edition of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocyfic/Dendritic Neoplasms. Leukemia. 2022 Jul;36(7):1703-19. DOI: 10.1038/
$41375-022-01613-1.
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MepeuubIi Muenodubpos




XpoHuueckuit muenoneiikos (XMJ1)

®asbl XMJ1 B cootBeTcTBUM € Knaccudukaumen ELN

®aza XMJ1

Kputepuu puarnosa

XpoHuyeckas

Orcyrcrene npustakos QA unu bK

15-29% 6nactHbix kneTok B nepudepuyeckoit KPOBH U/ Ui KOCTHOM MO3Te;

cymma 6nacros u npommenoumros 230% (npu atom 6nactos <30%) & nepudepuueckoit KposM U/ unu KOCTHOM Mos3re;
konyecto 6asodunos B kposu 220%;

nepcucTupytowias TpombounTonenms <100 x 10°/n, He cesisanHas ¢ Tepanueld;
HEKOTOpbIE AONONHUTENbHbIE XpoMocomHbie aHomanwy ([XA)* B Pht knetkax, BHOBb BbISBNEHHbIE NPH TEPaANMM

Bractubii kpus (BK)

Hanuuue & nepudepuyeckoit kposu unu & koctHom mosre 230% 6aacTbix KneTok;
nosBneHUe SKCTPAMERYNNAPHbIX MH¢MHprGTOB 6]10CTHbIX KNneTokK

* Yacro etpeyarowmecs aHomanmu (major route) — Tpucomus 8-i xpomocomsl, Tpucomus Ph (der(22)t(9;22)(q34;q11)) xpomocomsl, Msoxpomocoma

17 (i(17)(q10)), Tprcomms 19 uider(22)(q10)t(9;22)(q34;q11), nporHoctuuecku HebnaronpustHbiMm sBnsitoTcs Takxe -7 / del7q u nepectporiiku 3(q26.2)),
komnnekcHsle abeppauuu, sknouatowme 2 XA u 6onee.
®A nnu BK ycranasnueaioT npu Hanuumm xoTs 66l OFHOTO KPUTEPHS.

Axcenepauun (DA)

Baccarani M. et al. European Leukemia Net recommendations for the management of chronic myeloid leukemia: 2013. Blood. 2013; 122(6): 872-84.

MWENOWUAHBIE ONMYXOJIEBLIE 3ABONEBAHUS CUCTEMbI KPOBU 53




XpoHuueckuin muenoneiikos (XMJ1)

lpynnbl pucka xpoHuyeckoro muenoneikosa no ELTS
(pacuer BbinONHsETCS HO MOMEHT AUATHO3a TONBKO ANs XpoHuyeckon dassl XMJI)

Heobxoaumbie napametpel Ans pacyera
rpynnbl pucka

Pacuer 6annoe gns onpeaenenus rpynnbl pucka no ELTS

Bospacr, roppl

Cenesenka
(cm, u3-nog kpas pebepHoi ayrm)

Tpombouusl (x10°/n)

Bnacrsi (% & nepudepmueckoi kpoew)

Cebinka Ha oHnakH-kanbkynsTop Ha caitre European LeukemiaNet (ELN)
http:/ / www.leukemia-net.org/ content/leukemias/ cml/ elts_score/index_eng.html

[pynna pucka no ELTS Konuuecrso 6annos
Huskuit puck <1,5680
MpoMeXyTOuHBIN pUcK >1,5680, Ho £2,2185
Beicokuit puck >2,218

MWEJIOUHBIE OMYXONEBLIE 3ABONIEBAHMUSA CUCTEMbI KPOBU

Pfirrmann M. et al. Prognosis of long-term survival considering disease-specific death in patients with chronic myeloid leukemia // Leukemia. 2016. Vol. 30. N2 1. P. 48.
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XpoHuueckuit muenoneiikos (XMJ1)

Kpurepuu oteera Ha Tepanuio uurnburopamm Tuposuukuras (UTK) npu XMJ1

Bup otseta Onpepnenenne

femaronoruyeckui oteet (KHMHMKO'reMOTOHOFW-IECKGSI PEMMCCMSI)

Basodunsi menee 5%

MonHbiA rematonoruyeckuit oteet (I'II'O) B remorpamme HeT MHENoLUTOB, NpoMMenouuTos, Muenobnactos
TpombounTsl Meree 450 x 10°/n

Cenesenka He nanbnupyercs (+0 cm u3-nog pebepor ayr)

Lurorenetnueckuii oteer (LIO)

Monnwi (MLO)* Ph xpomocoma & meTadazax He onpepensetcs (Ph+ 0%)

Bonbwoit (BLLO) Ph xpomocoma <35% metadas (Ph+ <35%)

MonekynspHbiit otset (MO)

\
Neiikouptrsi meree 10 x 10°/n
\
\
\
\
\

MonekynspHbiit orser MO2* Yposenb oTHocHTenbHOM skcnpeccun BCR::ABLT & npegenax: >0,1% u <1%

Bonbwoit monekynspHeii oteer — BMO (MO3,0) | Yposens oHocurenshoit sxcnpeccun BCR::ABL 1 8 npegenax: >0,01% 1 <0, 1%

MO4.0 YposeHb otHocutenbHoi akcnpeccun BCR::ABLT & npepenax <0,01% u >0,0032% unu Heonpepensembii yposeHb
! BCR::ABLT npu xonmyectae konuit ABLT 210 000 1 <32 000

. Yposenb otHocutenbHoi akcnpeccun BCR::ABL T 8 npepenax <0,0032% u >0,001% unm Heonpenensembiii
ny6oxwit MO MO4,5 yposetb BCR::ABL I npu konnyectae konmit ABLT 232 000 1 <100 000

MO5.0 YposeHb otHocutensHoi akenpeceun BCR::ABLT <0,001% man Heonpepensembiit yposerb BCR:ABLI
! npv konuyectse konmi ABL1 2100 000

*MonekynspHbiii oteer MO2 ssnsetcs skeusaneqtom MLO
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XpoHuueckuit muenoneiikos (XMJ1)

Kpurepum oteeta Ha Tepanmio uHrnburopammn uposunkuxas (UTK) e nepeoi n eropoit nmuum nevenns XMJ1 (pexomengaumn ELN 2020)

Hochhaus A, et al. leukemia. 2020;34(4):966-84.

Cpok Tepanum OntumanbHbIif oTBET Mpepynpexaexue Heynaua repanuu
3 Mecala BCR::ABLI <10% BCR::ABLT > 10% BCR::ABL] > 10% npw noaTeepaeHuy
B TeyeHne 1-3 mecaues
6 mecaues BCR::ABLT£1% BCR::ABLT>1-10% BCR::ABLT> 10%
12 Mecsues BCR::ABL1<0,1% BCR::ABLT>0,1-1% BCR::ABLT> 1%
BCR::ABL1> 1%,
B nanbHeiwem u & nioboe BCR::ABLT <0,1% BCR:-ABLT>0,1-1% myTaumum BCR::ABL1T
BpeMms LononHuTenbHbIe XPOMOCOMHBIE
QHOMANWM BLICOKOTO PUCKA
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XpoHuueckuit muenoneiikos (XMJ1)

Beibop Bapuanta tepanuu XMJ1 B 3aBucumoct ot mytaumonHoro npoduns rena BCR::ABLT

Myrauun BCR::ABLT PekomeHpyembiit Bbibop UTK

F3I7L/V/1/C T3I5A HUNOTUHKG, 603yTUHME , ACUMMUHMB, NOHATUHME
V2991 HUNOTMHMO , ACUUMMHMO MAM NOHATUHUO

Y253H, E255V/K, F359V/1/C RA30aTMHKE, 603yTMHME , aCLUMMHME, NOHATUHKG
13151 ACUMMMHMB MnK NOHATUHWG

*Mpu myTauun F359V,/1/C, no HekoTOpbIM AAHHBIM i Vifro, BOIMOXHA CHUXEHHAS 4yBCTBUTENBHOCTb K ACLUMUHUBY; OBHAKO KIMHUYeCKHe AOHHbIE
HO HACTOSLUMIA MOMEHT OFPAHMYEHBI

1. Hochhaus A, et al. Levkemia. 2020;34(4):966-84.
2. Manley PW, Barys L, Cowan-Jacob SW. Leuk Res. 2020 Nov;98:106458. DOI: 10.1016/]leukres.2020.106458
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Onpepenexue BosmoxHocTh otmeHsbl Tepanun UTK n Habniogenns naumentos ¢ XMJ1

B pemuccum 6e3 nevenus (PBJ1)

Kpurepuu oueHku BosmoxHoctn HabniogeHus 8 PBJ1

Otmena UTK BozmoxHa Ormena UTK He nokasana

®aza XMJ1

®aza akcenepauuu Unu bnactHoro Kpu3a

XpoHuyeckas dpasa
B OHOMHe3e

Tun Tpasckpunta BCR:ABLT

p210 (e1302/e14a2) p190 (e1a2), p230 (e19a2)

Damrensrocts Tepanmu UTK

Mmatutmb (nubo umatuuub + nocnepyiowas tepanms MTK2)

25 net ‘ <5 ner

UTK2 B nepeoit nnHuu

24 net ‘ <4 ner

22 net <2 net
DnurensHocts my6okoro MO ‘

MO4, 5 n ny6xe (BCR::ABLT <0,0032%)**

21 ropa <1 ropa

Bo3aMOXHOCTb BLINONHEHUS MONEKYNISPHOTO MOHMTOpMHra nocre oTmeHbl UTK
B PEKOMEHOBAHHOM PEXHME C HEODXOBUMOH HACTOTOM

MonutopuHr wepes 2, 4, 6, 9 u 12 mec
nocne otmenbl UTK, panee 1 paz s 3 mec
go 3 ner

OrcyTcTBie BO3MOXHOCTA MOHUTOPUHG,
6onee penkMit MOHUTOPHHT

Cornacue nauxeHTa U roToBHOCTbL CEA0BATh YOCTOMY MOHUTOPMHIY NOCNE OTMEHbI UTK

Ectb cornacue u rotoBHocTs nauueHTa Hert cornacus 1 rotosHocTH nauueHTa

BoamoxHocTs HemepnexHoro BozobHoenenms npuema UTK 8 cryyae notepu BMO
(BCR::ABL1>0,1%) nocne otmensi UTK 1 BosmoxHOCTb OTCnexXmBaHKs BoccTaosnenus MO
nocne Bo306HOBNEHMs NeyeHns

Ectb BoaMoxHOCTb Her BoamoxHocTH

\
\
\
\
\
MO4  my6xe (BCR-ABLT <0,01%) \
\
\
\
\

* Heobxopnmo cobnioaenne obonx kputepues anutensHocth MO4 u MO4, 5
** MO4,5 kak MMHUMyM B 2 QHONM3AX B TEYEHHE TOAA AO NAHMpyemoi otmeHbl MTK
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UctunHas nonmumremmns (UNM)

Auarnocruyeckue kputepun UM BO3 2022

OueHka obuweit BbDKMBaemocti naumentos ¢ UM

Kputepun | Uctunnas nonmuuremms Kpurepun bannbi
1. Temornobut > 165 r/ny myxunn, > 160 r/n y xenwun; remarokput >49% y myxumn, >48% y xeHwmH; BOSpGCT >67 netr 5
6 YBENMYEHHE MACChI LMPKY MDY IOLLUX IPUTPOLMTOB Ha 25%
OnblUKue 2. Mpv 61oncum KOCTHOTO MO3Ta — TPEXPOCTKOBAS FMNEpRAA3Ns (nanmuenos) Boapact 55-66 net
3. Myraums rena JAK2V617F; JAK2 12 sk3oH. lpu oTpuuaTensHbix pesynstatax — UCCefoBaHMe P 2
HEKAHOHMYECKUX UK aTMIUYHbIX MyTauuit JAKZ B sk3oHax ¢ 12 no 15. Yueno neiikouutos >15 x 107 /11 1
Manbiii IPUTPONO3THH CLIBOPOTKM KPOBH HUXE pedhepeHCHbIX 3HAYEHHH
Tpom603 Bew 1
[ns ycranosnenus auarHosa MIM Heobxopumo Hannume Bcex Tpex Gomblumx KPUTEPHUEB MM NEPBIX ABYX GOMbLINMX
1 Manoro kputepus' [ C 6 Menuuuu 06u4ev'|
[narHos Moxet GbiTh ycTaHOBNEH 6e3 TpenaHoBMONCHM KOCTHOTO MO3ra B Cy4ae, ecnu remornobun >185r/ny pynna pucka yMMa bannos BbDKMBAEMOCTH
MyX4uH uan >165 1/ n y xeHwmH; reMatokput >55,5% y Myxunn unu >49,5% y XeHLMH 1 NPH HANMYUM MyTALMK
JAK2V617F wnn JAK2 3k3on 12. Huzkui 0 27,8
‘ MporHocTuueckas Wwkand pucka passutus Tpombosos npu UM MpoMexyTouHiH 1-2 18,9
Oaxkrope Puck tpombosos | Yacrora tpombo3os, % Brog | Beicokwit puck >3 10,9
Bospacr <65 ner, HeT TpoM6030B B aHAMHe3e Huzkuit 2,5
MHTerpMpOBOHHOﬂ KJIMHUKO—MOJNIEKYNIPHAS MOAENb OLLEHKKN
2 7 .
Boapacr 265 ner, Her TpoMb030B B aHaMHe3E MpoexyrouHssi 5 obwyeii Bbkusaemoctu y naumentos ¢ UM (MIPSS-PV)
I so3pacrt <65 ner, TpomBosbl B aHamHese
Kpurepuu Bannbi
Boapacr 265 ner, rpombo3bl B aHaMHese Bbicoknuit 10,9
SF3B1/SRSF2 2
1. Arber D.A. et al. International Consensus Classification of Myeloid Neoplasms and Acute Leukemias: integrating morphologic, clinical,
and genomic data. Blood. 2022 Sep 15;140(11):1200-28. DOI: 10.1182/blood.2022015850 Bospacr >60 ner 2
2.Marchioli R et al. Vascular and neoplastic risk in a large cohort of patients with polycythemia vera. / Clin Oncol.
2005 Apr 1;23(10):2224-32. ¥ 9
3.THferi A., Rumi £, Finazzi G., Gisslinger H., Vannucchi A.M., Rodeghiero F., et al. Survival and prognosis among 1545 patients with Neiixoupsi >11 x10 /n 1
contemporary polycythemia vera: an international study. Leukemia. 2013;27(9):1874-81.
4. American ] Hemato Volume: 95, Issue: 12, Pages: 1599-613, First published: 24 September 2020, DOI: (10.1002/ajh.26008) Myrauwv renos SRSF2, SF3B1, U2AF1, TP53 1
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UctunHas nonnumuremmns (UNM)

Kpmepvm OTBETA NPU NNe4YeHuu UCTUHHOM noJiuuuTeMun

Orser Kpurepuu
A. Her npuaHako 30601€BaHMS, BKAIOYAS NANLIUPYEMYIO CIEHOMETQAMIO, YNyYLUEHUE KOHCTUTYLIMOHANbHBIX
CHMNTOMOB
. B. Tematonormueckuit oteet: rematokput <45% 6e3 notpebHocTH B kposonyckanusx; Tpombouutsl <400 x 10°/,
MonHbiit (oTBET B TEYEHME . o
e neikouptsl <10 x 10°/n
C. Her nporpeccupoBanus 3060neBanus 1 OTCyTCTBME KAKOTO-MBO reMOPPArYeckoro Mu TpoMboTHYecKkoro cobbiTs
D. Tctonoruyeckas pemuccns (onpesensercs Kak HanMyMe HOPMOKNETOHHOTO KOCTHOTO MO3TG M MCYE3HOBEHHE NaHMMUe-
11030, O TAKXE OTCYTCTBUE PETUKYNUHOBOTO GHBpo3a Bonee yem 1-it crenenm)
A. Kynuposaue npusHakos 3abonesaus, BK04AS NAMMMPYEMYIO CMNEHOMETAMIO, YNYHILIEHUE KOHCTUTYLIMOHAbHbIX
CHMNTOMOB
Yactuunbiit (oteeT B Teuenne | B. Tematonormueckuii oteer: rematokput <45% 6es notpebHocTu B kposonyckausx; TpombouuTsl <400 x 10°/n,
12 Hepens) nevikoumtsl <10 X 10°/n
C. Her nporpeccu 3abonesanms u oTcyTcTBUe KAKOro-MBO reMopparuyeckoro Uik TpomboTiyeckoro cobbitus
D. Her rctonornyeckoi pemmuccnu — COXpaHSETes naHMMenos
Her oteeta TNMioBol oTBET, KOTOPBIA HE YAOBNETBOPSET KPUTEPHSM HOCTUYHOTO OTBETA
Mporpeccus Tpaxcopmauus 3abonesanus B noct-UMN Muenodubpos, MUENOAUCINACTUHECKUIA CHHAPOM, OCTPbIA MUENOMAHBIA NEIHKO3

Tfferi A., Rumi E., Finazzi G., Gisslinger H., Vannucchi A.M., Rodeghiero F., et al. Survival and prognosis among 1545 patients with contemporary polycythemia vera: an international study. Leukemia. 2013;27(9):1874-81.
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dcceHumanbHas pombouutemms (3T)

Aunarxoctuueckue kpurepun 3T (BO3 2022)

Kputepuu | 3T

MepecmoTpeHHAs MEXAYHOPOAHAS NPOFHOCTUYECKAS WKAN
PUCKA PA3BUTUA APTEPUANbHBIX TPOMBO30B npu T
(IPSET-thrombosis revised)

1. MocTosHHo noBbiweHHOE KonuyecTso Tpombouutos (> 450 x 10° /n). B

2. B kocTHOM M3re nponudepaums MerakapuOLMTOB ¢ NpeobNAAAHUEM KPYMHbIX M TUTGHTCKMX GOPM CO 3penoit EPOATHOCTS
Bonbue MOpdOROHEH. Tpynna pucka Xapakrepuctuka Tpombotuyeckoro

3. Otcytctame apyrux muenonponudepatisHbix sabonesanmii (BCR:-ABLI XM, UM, TM®) ocnoxHeHus, %

e R e OveHb HU3KMH pUcK Her HeBnaronpustHbix Gpaktopos 0,44
Manbii

Hanwuume knoHanbHoOro Mapkepa M oTCyTCTBME AOKA3ATENLCTB A4S PEAKTUBHOTO TPOMBOLMTO3A. s prck K2 V617F) 1,05
[ins yCTAHOBNEHUS AMATHO3 HEOBXORUMO HANMUMe BCeX 4 KpUTEPHEB UAK NEPBIX TPEX OCHOBHBIX KPUTEPHEB M MAOTO KPUTEPHS

MpomexyTounsii puck | Bospact >60 ner 1,59
Arber D.A. et dl. International Consensus Classification of Myeloid Neoplasms and Acute Leukemias: integrafing morphologic, clinical, and
genomic data. Blood. 2022 Sep 15;140(11):1200-1228. DOI: 10.1182/blood. 2022015850 Bicokvit pHCK TpomBo3bl B GHaMHE3E MK 257
P Bospact >60 net u JAK2 (V6I7F) ’

MexpyHapoaHas nporHocTHyecKas WKana pucka
paseutus aprepuanbHbix Tpombo3zos BO3 npu 3T (IPSET thrombosis)

WHrerpupoBaHHAS KNMHUKO-MONEKYNAPHAS MOAENb OLIEHKHN
obweii Bobkueaemoctn y naumenros ¢ 3T (MIPSS-ET)

Kpurepun Bannbi Mepuana obwei
purep! oynna puexa 6Cymmu BeposrtHocTs rpom6or:wecxoro Kpurepuu Banni pynna Cymma nnona o i
Bospacr crapue 60 ner 1 annos ocnoxHenns, % phcka Gannos i
o SF3B1/SRSF2 2 ner

poMB03bl B AHAMHE3E 2 Huakuit 0-1 1,03 .
Boapacr >60 ner 4 Huskuit 0-1 1,03
DakTopsl pUCKA CEPAEYHO-COCYAUCTBIX N
AT 1 MpowmexyTouHs 2 2,35 HeSnaronpwsTasi MpomexyToursiii | 2-3 2,35
JAK2( V617 2 Boicokuit >3 3,56 Kapuotn ! Bbicokwit 4-7 3,56

1. Arber D.A. et al. International Consensus Classification of Myeloid Neoplasms and Acute Leukemias: integrating morphologic, clinical, and
genomic data. Blood. 2022 Sep 15;140(11):1200-28. DOI: 10.1182/blood.2022015850

2. Marchioli R et al. Vascular and neoplastic risk in a large cohort of patients with polycythemia vera. ./ Clin Oncol. 2005 Apr 1;23(10):2224-32.

3. THferi A., Rumi E., Finozzi G., Gisslinger H., Vannucchi A.M., Rodeghiero F, et al. Survival and prognosis among 1545 pafients with
confemporary polycythemia vera: an international study. Leukemia. 2013;27(9):1874-81.

4. American J Hematol \lolume: 95, Issue: 12, Pages: 1599613, First published: 24 September 2020, DOI: (10.1002/ajh.26008)

1. Barosi G., et al. Revised response criteria for polycythemia vera and
essential thrombocythemia: an ELN and IWG-MRT consensus project. Blood.
2013 Jun 6;121(23):4778-81.
2. American ] Hematol, Volume: 91, Issue: 4, Pages: 390-394, First published: 21 January
2016, DOI: (10.1002/ajh.24293)
3. American J Hematol, Volume: 95, Issue: 12, Pages: 1599-1613, First published:
24 September 2020, DOI: (10.1002/4jh.26008)
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dcceHumanbHas pombouutemms (3T)

Kpurepuu oteeta Ha Tepanuio

OrBer

Kpurepum

Monwwi (otBeT
B TeueHue 12 Hep)

o >

. Kynuposaue cumntomos 3a60neBanus, B T. 4. renatocnieHOMEranMm, KOHCTUTYLIMOHANbHBIX CUMITOMOB
. Hopmanuaauus nokasateneit nepuepuueckoi kposw, onpepensemas kak: kon-so Tpombouptos <400 x 10°/n, konuuectso

neitkouutos <10 x 10°/n, otcyTcraue neitkoapurpobnactosa

. Her nporpeccun 3a6onesaHMa 1 OTCYTCTBME remoppar1M4eckoro Minu Tp0M6OTH‘leCKOFO cobbitus
. [ucronornyeckas pemuccua (onpenenﬂemaﬂ KaK Hanu4y1Me HOpMOKIETOYHOro KOCTHOro MO3ra U UCHE3HOBEHWE rMNEPNIIA3NU

MErakapuoLMTOB,  TAKXE OTCYTCTBUE PETUKYIMHOBOTO hrBpo3a Bonee yem 1-it crenenm)

Yactnunein (oteeT
B TeueHue 12 Hep)

A K)’I'IMPOBCIHMe CMMMNTOMOB 3060ﬂeBGHMﬂ, BKNto4as renatocnyieHOMEranuio 1 KOHCTUTYLIMOHAbHbIE CUMMTOMBI

oo

. Hopmanuaauus nokasateneit nepuepuueckoi kposw, onpepensemas kak: kon-so Tpomboupros <400 x 10°/n,

neiikouutsl <10 X 10°/n, otcyTcraue neitkoapurpobnactosa

. Her nporpeccun 3a6oneBaHMa OTCYTCTBME Kakoro-nubo reMoppar14eckoro U1 Tp0M6OTW-IeCKOrO cobbitis

D. Her mctonornyeckoi KOCTHOMO3rOBOH PeMMCCHM, Onpefensemoi Kak COXpaHEHMe rMneprnasui MerakapuoLMTOB
Her otBeta TNMioboi oTBeT, KOTOPBIA HE YAOBNETBOPSET KPUTEPHSIM YOCTUYHOTO OTBETA

Tpaxcdopmauus 3060neBaHKS B OCTROAMLMTEMUYECKMI MUENOPUOPO3, MHENOANCINACTUYECKUI CUHAPOM, OCTPbIA MMENOMAHBIA
Mporpeccrpoeakme

nenko3

Barosi G., et al. Revised response criteria for polycythemia vera and essential thrombocythemia: an ELN and IWG-MRT consensus project. Blood. 2013 Jun 6;121(23):4778-81.
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MNepeunuHbiit Muenodubpos (MMD)

[narHocTuyeckue KPUTEPUK PA3ANYHBIX BAPUAHTOB MUenogubposa

OuarHoctuueckue Kputrepum nepeuuHoro muenodpubposa BO3 2022

Kpurepun | Panusa/ npodubposnas crapms MO Mo
1. Tlponudepaups 1 aTunus MerakapHouuTos 6e3 peTukynMHOBOro GpuBPO3a KOCTHOTO MO3ra Bbilue 1-# cTe-
NeHM, CONPOBOXAQIOLIMECH NOBBILIEHMEM KIIETOHHOCTH KOCTHOTO MO3ra (CKOPPEKTUPOBAHHBIM N0 BO3pACTY), KonnareHoBbIM GpUBPO3OM KOCTHOTO Mo3ra (2-74 un 3-4 cTenenn)
Bonblume NPONUGEPALMEN FPAHYNOLMTOB, HACTO C YTHETEHHEM IPUTPONO33A. 2. Myrauus JAKZ, CALR wnn MPL unn Hannume Apyroro KNOHANLHOTO MAPKEPA UK OTCYTCTBME
2. Myraups JAK2, CALR wnu MPL unm Hann4me ppyroro KNOHANbHOrO MAPKEPA UM OTCYTCTBUE PEAKTUBHOTO PEKTUBHOO PETUKYUHOBOTO GHBPO3a KOCTHOrO Mo3ra
KpHTephu PETUKYNIMHOBOTO HBPO3A KOCTHOTO MO3ra 3. OrcyTcTsue KpUTEPHEB UCTUHHOM NONMUATEMMH, SCCEHUMANBHOH TPOMBOLUTEMMH,
3. OrcyTcTBue KpUTEPHEB UCTUHHOM NONMLMTEMMH, dcCeHLManbHOH TpomBoutemun, BCR::ABL I+ xpoxmuueckoro BCR::ABL I+ xpoHu4eckoro M1enonenko3a, MHEeNOAMCINACTUYECKOTO CHHAPOMA AM APYTHX
MEenoneiko3a, MMENOANCNAGCTUYECKOTO CUHAPOMA WM APYTUX MHENONPOAUGEPATHBHbIX HOBOOBPA30BAHNMI MenonponepaTHeHbix HOBOOBPA30BAHHIA
Hanuume He MeHee 0fHOTO U3 CrepyIOLIMX KPUTEPHEB, NOATBEPXAEHHOTO ABYMS NOCNEAOBATENbHBIMA Hanvnume He MeHee OBHOTO U3 crefiyloLMX KpUTEPHEB, NOATBEPXAEHHOTO ABYMS NOCTEA0BATENb-
MCCNEAOBAHUAMM: HBIMM MCCNIEOBAHUSMM:
Mansie - Axemns - Auemms
- eitkountos 211 x 10°/n - eitounros 211 x 10°/n
KpuTephm - Manbnupyemas cnneHomeranms - Tanbnupyemas cnneHomeranvs

- Yeenuyenne aktueroctu JIIT

- Yeenuuenne aktueHoctu JIAT
- Jleikoaputpobnacros

D,ﬂﬂ YCTQHOBNEHMa AMaArHo3a H606XOJJMMO Hanuume Bcex 3 6onbLMX U OAHOro MAnoro KpuTep1ee

ﬂ,waruocmquKMe Kputepuu nocTnonMumuTeMM4ecKoro n ﬂOCTTpOMGOU,MTeMVI"IECKOTO MMEHO¢M6PO3G

Kpurepum

Mocr-UN M® / Mocr-3T Md

Obs3arensHble

. Panee ycranosnentbiit guartos MM un 3T
2. Crenetb pubpo3a KocTHoro Mora 2 unn 3

HOHOHHMTeanbIe

. TNeikoapurpobnacros.

. Mosbiwennue aktueHoc JIT sbiwe pedepeHcHoro auanasoka.

A WN —

. AHemus (reMornoBuH HiXe pedepeHCHOro AMANA3OHa C y4eTOM BO3PACTA, NONG) M CHUKeHMe remormoBuHa >2 r/ 1 N0 CPABHEHNIO € UCKORHBIM YPOBHEM.
. YBenudeHme nansnupyemoi cnneHomeranuu onee 4em Ha 5 cm OT UCXORHOTO YPOBHS WA NOSBNIEHHE NONLINPYEMOM CINCHOMETQNIMM.

. Passumie nioBbix 2 unm 3 KOHCTUTYLUMOHANBHBIX CMMnTOMOB: NoTeps Beca >10% 3a 6 Mec, HoHas NOTAMBOCT, HeobbscHUMas nuxopagka (>37,5 °C).

[ins ycTaHOBNEHUS AMATHO3a HEOBXOAMMO HANMUMeE BCeX 0Bs3aTenbHbIX U 2 M Gonee AONONHUTENbHBIX KPUTEPHS

1. Mponudepauys 1 aTunUs METaKAPHOLMTOB, COYETAIOLLAECS € PETHKYTMHOBbIM M/ UnK

Arber D.A. et al. International Consensus Classification of Myeloid Neoplasms and Acute Leukemias: infegrating morphologic, clinical, and genomic data. Blood. 2022 Sep 15;140(11):1200-28. DOI: 10.1182/blood.2022015850
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MporHocTnyeckme WwKans! npy nepeuyHom muenodubpose (1)

‘ Mapamerp IPSS | DIPSS | DIPSS+ Kareropus Hucno
Wkana ¢axropos
pucKka
Bospacr >65 ner 1 1 1 pucka
Mepumana obueit
‘ KocturyuporanbHbie cumnrombl 1 1 1 A -
BbDKMBUAEMOCTU, MEC
‘ Temornobux <100 /n 1 2 2 Huakwmii 0 135 ‘
MpomexyTouHbii — 1 1 95 ‘
‘ Neitkouwrsl >25%10°/n 1 1 1 IPSS PONEXY
MpomexyTouHbIH — 2 2 48 ‘
‘ Bractsi nepudepmyeckoit kposu >1% 1 1 1 Nl >3 27 ‘
‘ Tpom6ouwrei <100 x10°/n — = 1 Puck 6nactHoro kpusa,
*100 nauueHto-net
‘ HeobxoanMocTb B npoBeaeHMM reMoTpaHCdy3uid — — 1 Ryt 0 0,3 ‘
He6naronpustHbit kapuotin (komnneKcHbi MpoMexyTouHbiH — 1 1 0,7 ‘
kapuotun UNU +8, -7 /7q-, inv(3), 5/5q-,12p-, — = 1 DIPSS .
MpomexyTouHbIA — 2 2 2,6
peapparxuposka 11q23)
Bbicokwmit >3 8,6 ‘
‘ Mcnonbayertcs nocne yCTaHOBEHHS AUATHO3A Her Oa Oa -
MepuaHa obwen
1. Cervantes F., Dupriez B, Pereira A, Passamonti F, Reilly JT, Morra E, et al. New prognostic scoring system for
primary myelofibrosis based on a study of the International Working Group for Myelofibrosis Research and BbDKWBAEMOCTH, MEC
Treatment. Blood. 2009;113(13): 2895-901. Huakuit 0 185 ‘
2.Passamonti F,, Cervantes F, Vannucchi A.M., Morra E., Rumi E., Cazzola M. et al. Dynamic International
Prognostic Scoring System (DIPSS) predicts progression to acute myeloid leukemia inprimary myelofibrosis. MooMexyTouHbii — 1 78 ‘
Blood, 2010; 116(15):2857-8. DIPSS+ | "M 1
3.Gangat N., Caramozza D., Vaidya R., George G., Begna K., Schwager S. et al. DIPSS Plus: A Refined MpoMexyTouHbIf — 2 2 35 ‘
Dynamic International Prognostic Scoring System for Primary Myelofibrosis That Incorporates Prognostic
Information From Karyotype, Platelet Count, and Transfusion Status. /. Clin. Oncol. 2011. 29(4). 392-7. Bbicokwmit 23 16 ‘
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MporHocTuyeckme WKansl npu nepeuiHOM muenopubpose (2)

Mutation-Enhanced International Prognostic Scoring System C O6bwas
(MIPSS) for Primary Myelofibrosis: An AGIMM & IWG-MRT | [pynna pucka GZ’T’:; BbDKMBAEMOCTb,
Project ner
®akrop pucka Bannei Hsio 0-0,5 16,7
Bospacr > 60 ner 1,5
KoHctutyupmoHanbHbie cumntombl 0,5 MpomexyTouHbIH-1 1-1,5 7,8
Femornobuk <100 r/n 0,5
Tpomboupsi <200 x10°/n 1 [poMexyTouHbIH-2 2-3,5 4,8
TpoJHO¥ HeraTMBHbIM BAPUAHT 1,5
JAK2un MPL 0,5 Buicokw 4 Ganna 1,6
W Bbile
Myraunn ASXLT 0,5
A. M. Vannucchi,, Mutation-Enhanced International Prognostic Scoring System (MIPSS) for Primary

Myraunn SRSF2 0,5 Myelofibrosis: An AGIMM &amp; IWG-MRT Project, Blood] 2014.
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MexpayHapogHbie NPOrHOCTUYECKUE CMCTEMDI C OLIEHKOWU MyTALMIA ANs NALUEHTOB

TPAHCMNCOHTALMOHHOrO BO3PACTA C NEPBUYHBIM MUeNodubpozom

MIPSS70: Mutation-Enhanced International Prognostic Score System for
Transplantation-Age Patients With Primary Myelofibrosis

MIPSS70+: Mutation-Enhanced International Prognostic Score System for
Transplantation-Age Patients With Primary Myelofibrosis Plus

®akrop pucka bannei ®akrop pucka banni
lemornobun <1007/ 1 Temornobux <100 r/n 1
Nefxouptsi > 25 x 10°/ 2 Bracrel B nepudepmyeckoit kposu 22% 1
TpomBouutsi <100 x 10°/n 2
KoHcruryupoHanbHble cumnTomsl 1
Bracrel B nepudepmueckoit kposu 22% 1
Orcyrcrene mytaunn CALR tna 1 2
Crenetb ¢pnbpoza 22 1
KokcruTywoHanssie caMTTONS ] BoisiBneue MyTaumm BLICOKOTO MOIEKYNISPHOTO pHUcKa 1
Oreyrcrevie myrauuu CALRna | 1 [lse unv Gonee MyTauuu Beicokoro MonekynspHoro pucka (ASXL], 2
Y Y SRSF2, EZH2, IDH1/2)
Bbisenenme MyTauuit Bicokoro MonekynspHoro pucka (ASXL1, SRSF2,
FZH2, IDH1/2) 1 He6naronpusthbiit kapuotun 3
[lge v Gonee MyTauMi BBICOKOTO MONIEKYNISPHOTO PUCKA 3 5-netHss obwas
Tpynna pucka Cymma 6annos BLIXMBAEMOCTS, %
Tpynna pucka Cymma 6annos 5-nemiss obujon o
pynnap Y BbIKMBAEMOCTb, % Huzkuit 0-2 100
Huskuii 0-1 96 MpomexyTouHbil 3-5 90
MpomexyTouHbIl 2-4 67 Bicokwit 4-6 76
Beicokui puck 25 34 OueHb BbICOKHIA 27 46,5

P. Guglielmelli et al. MIPSS70: Mutation-Enhanced International Prognostic Score System for Transplantation-Age Patients With Primary Myelofibrosis. Journal of Clinical Oncology 2018; 36310:318. DOI: 10.1200/JC0.2017.76.4886
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Kputepuu otserta npu neueHnu nepenuHoro muenogubposa

Kpurepun

MonHbi

YactuyHbIn

Mporpeccus

CHMNTOMbI MHTOKCHKG LUuu

OTC)’TCTBMe CMMNTOMOB

losiBnenue cumntomos

He nanenmpyercs

YMeHblueHHe PA3MePOB CENe3eHKH He MeHee Yem

Ha 50 % npu pasmepax 10 cm 1 MeHee Huxe pebepHoit
payrv U ymenbiuenne pasmepos ceneserku Ha 30 %
1 6onee npy pasmepax 10 cm u Bonee Huxe pebeproit
By

YBenuueHue pasMepoB ceneseHku He MeHee Yem

Ha 50 % npu pasmepax 10 cm 1 MeHee Huxe pebep-
Ho# pyrv UJTU ysenuuenne pasmepos ceneseHku

Ha 30 % u 6onee npy pasmepax 10 cm 1 Gonee Huxe
pebepHoi pyru

Pasmepbl cenesenky

A B, e { Ha 20 /N UM BO3HUKHOBEHME 3ABUCHMOCTH
I 6 120 r/n; ans 6onsHbix ¢ Hb >110 1/, ! ; priotcy OT TPAHCPY3HH UK
EMOrmobHH He HyXAQIOWMXCS B reMOTPaHChY3MsX S L G T notpebHocth He Metee 50 % B TpaHcyausx
notpebHocth He Mexee 50 % B TpaHchyausx
AN BONbHbIX, HYXAQIOWMXCH B FEMOTPAHCHY3HSX
o
= L Ha 50 % u> 6es HOPMONM3ALMHM MPU NEAKOLUTO3E
= 9 T Bblle HOprl
o . . >20 % 10°/n unm
o | Jeikouptsi (4-10)x 10°/n 26 1%10°/n6 unu
5 ornee YeM Ha /n 6e3 Hopmanuawuum npu U .
" 9 HIXe HOPMbI, He CBI3AHHOE C Tepanuel
= nevikonemy meee 4 x 10°/n
| B
| e menee 50 % 6es HOpManM3aLyy 4
9 npv Tpombouutose > 800 x 10°/n unu BBILIE HOPM®
TpowBoum (150-450) x 10°/ 1 e meree 50 x 10°/n 6e3 Hopmanusaum ym
pMerpaau | HXe HOpMbI, He CBA3GHHOE C TepanHeii
npu TpomBounTonennn <100 x 10°/n

Barosi G., et al. Response criteria for myelofibrosis with myeloid metaplasia: results of an iniiafive of the European Myelofibrosis Network (EUMNET). Blood. 2005 Oct 15;106(8):2849-53.
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KHGCCVIq)VIKCILI,VISI MACTOLIMTO30B NO JIOKAIN3aunn NnopaxeHus, KIMHUYECKOMY

Teyenuio, BO3 2022 r.

KoXHbIlt macTouutos

CucTeMHbIN MOCTOLUTO3

MGCTOLIMTOB C U30JIMPOBAHHbIM BOBJIEHEHMEM KOCTHOIO MO3ra

UuponeHTHbIM cucTeMHbi MacToumnTtos (MCM)

ArpeccueHbiit cuctemHbl Mactoumntos (ACM)

CHCTEMHBI MOCTOLMTO3 C ACCOLMMPOBAHHBIM MMENoMAHbIM HoBoobpasosannem (CM-AMH: m1enoaucnna-
CTUYECKME CUHAPOMbI, XPOHUYECKUIA MUENOMOHOLIMTAPHBIM Nei ko3, MuenonponudepatmsHblie 3a6onesanus,
OCTpbIE MUENOMAHbIE NEHKO3bI)

TyunokneTouHbii neikos (TKJ)

TyYHOKNETOYHAs (MOCTOKNETOYHAS) capKoMa

Khoury ID, Solary E, Abla O, Akkari Y, Alaggio R. et al The 5th edition of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocytic/Dendritic Neoplasms. Levkemia. 2022 Jul; 36(7):1703-19.
DOI: 10.1038/541375-022-01613-1

‘ «Tnerowmit» cucteMubit mactoumntos (TCM)
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Cucremnbiii mactoumtos (CM)

Kputepum auardoctukm u taxecTy TeueHmns cuctemHoro macrouumrosa (BO3 2022 r.)

Auardoctnyeckue kputepun | Onucanue

bonbuwoi kputepuit

MynbTidokanbHbie NOTHbIE MHGUALTPATEI TYHHBIX KNETOK (2 15 TyuHbIX KNETOK B Knactepe), onpepense-
MbI€ MU FUCTONOMUYECKOM MCCNEAOBAHMM KOCTHOTO MO3a W (M) ApYFX OPraHOB, MOMIMO KOXN

Manble KpUTEPHM KPOBY UM APYTMX OPTCHOB, KPOME KOXM

1. B 6uontare >25% TyuHbiX KNETOK € aTUNN4HON MOpdOnOrUei (Bep
TMUNOTPaHYNMPOBAHHAS UuTONNa3Ma, G-/ nonunoBynspoe sapo)
2. Toueunas myrauus C-K7Ts kopone 816 (K/7D816V) unu apyrom pervone K/Ts kneTkax KocTHoro Mosra,

3. MacTouuTsl KOCTHOrO MO3rd, KPOBM MM APYTUX OPTAHOB, KPOME KOXM, TOMMMO HOPMANHBIX
MAPKEpOB TyuHbIX KNETOK, akcnpeccupyiot CD2 u/unn CD25 u/uan CD30

4. YposeHb coiBopotouHoi Tpuntasel >20 Hr/mn. [lanHbiii KpuTepuii He npumensetcs B cnyvasx CM ¢ ac-
COLMMPOBAHHOI MUENOMAHOW Heonnasvew, TpeByeT KOpPEKLMM NPM HACTEACTBEHHOM O-TPUNTA3EMUM

AunarHos CM ycranasnusaiot

npu Hannumm 1 6onbluoro

u 1 manoro Kputepus unm

KAK MUHUMYM 3-X MQAbIX KpUTEPUEB

t-pusﬂhle, Hesp A

Khoury JD, Solary E, Abla O, Akkari Y, Alaggio R. et al The 5th edition of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocytic/Dendrific Neoplasms. Leukemia. 2022 Jul; 36(7):1703-19.

DOI: 10.1038/541375-022-01613-1. Epub 2022 Jun 22. PMID: 35732831; PMCID: PMC9252913.

Kpurepuu Taxectn 3a6onesanmns u arpeccMBHOCTH TeYEHUS

B-npusnaku

C-npu3HaKy (arpeccMBHOCTb TEYEHNS, NOKA3AHMS K Tepanum)

* B rpenanobuontare koctHoro mosra > 30% KneToK SBASIOTCA Ty4HbIMM KAeTKamm (poKanbHbie kna-
ctepsl) u/vnu yposeHb TpunTassi kposu > 200 Hr/mn u/vnm annensHas Harpyska mytaumum D816V
C-KIT210% B KneTkax KOCTHOrO MO3ra UAM NEAKOLMTAX NepUPEPUYEcKoit KPOBI

¢ [MpusHakm Avcnnasvy uamM nponugepaLmn reMono3TUYECKIUX KNETOK, OTANYHBIX OT MACTOLYUTOB, Npy
OTCYTCTBMM AAHHBIX AN noaTBepXAeHMs auarHo3a CM-AT3: runepkneTouHblit KOCTHBI MO3T, pacium-
PeHue rPaHYNOLUTAPHOTO POCTKA CO CABUTOM BNIEBO W 303UHOGUANS + NeiKOLUTO3 M 303MHOGMAMS
1/ wnn npusHakv Muenoacnnasum (<10% HeTPOPUAOB, IPUTPOLUTOB M MEFAKAPHOLIMTOB

+ lenatomeranvs 6e3 HapyweHNs GyHKUMN NeveHy, cnneHoMeranus 6e3 runepcnnexnama u/an
numaneHonarus (Gonee 2 cm), BbisBASEMbIE NPV NANLALMM WY € MOMOLLBIO MHCTPYMEHTAMbHBIX
METOf0B AMATHOCTUKM

Mndunetpauns koctHoro mosra Heonnactuyeckumm TK v uuronenus (abeoniotHoe uncno Heirpodunos
(AYH) <1,0 x 10°/n u/nny koHueHTpauus remornobuna <100 r/n u/nnv KonnuecTso TPOMBOLUTOB KPOBH
<100 % 10°/n)
3

‘anus ¢ Hapy

byHKuumM , GCLUTOM 1/ MM NOPTANBHO FMNEPTEH3MeIt.

pen; 19 NPV NANLNALYK, W TUNEPCIEHN3M

Maronoruyeckue M3MeHeHs KOCTeN ¢ KpYMHBIMU OCTEONMTUYECKVIMM O4CTAMY, HANMYMUEM UM OTCYTCTBU-
€M NATONOrMYecKnX nep nyeckue nep I, CBS € 0CTEONOPO30M, HE CYUTalTCA
C-npuanakom), 6onn B kocTax

CuHapom manbabeopbumy ¢ runoansbyM1HeMuel, yMeHbLIEHUEM MACCH! TENa, BCEACTBUE MHGUILTPALUN
XENYyAO04HO-KMLUEYHOTO TPAKTA TY4HbIMM KNETKAMMN

C anus, ¢

Valent P, Akin C, Hartmann K, Alvarez-Twose |, Brockow K, Hermine O, et al. Updated diagnostic criteria and classification of mast cell disorders: a consensus proposal. Hemasphere. 2021;5:¢646.
DOI: 10.1097,/H$9.0000000000000646
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Cucremnbiii mactoumtos (CM)

Kputepuu auarHocTvkm pasnmnyHbix BAPUAHTOB CUCTEMHOTO MacTuuuTosa (1)

Bapuant CM AnarHocTuyeckme Kputepumn

*  cooTaeTcTBMe AnarHocTHyeckum kputepuam CM npu otcytcremum B-, C-npuanaxos;
Macroupros ¢ u3onMpoBaHHLIM BoBNEYEHKEM *  W30NMPOBAHHOE NOPAXEHME KOCTHOTO MO3Fa

koctHoro mo3ra (KMM) *  OTCYTCTBYET NOPAXEHME KOXH

* tpunTasa kposu <125 ur/mn

WHgonenTHbii cuctemHeii Mactouutos (MCM)* * orcyrcreue C-npusnakos
*  OTCYTCTBUE GCCOLMMPOBAHHOTO FEMATONOTHYECKOro 30601eBaHHS

* cootsercreyer kputepusm MCM, Ho conposoxaaetcs asyms unu 6onee B-npuanakamu

Tnetowmit cuctemtbiit mactouutos (TCM) o ConpHaas oreyroyior

CHCTEMHBIH MOCTOLMTO3 C ACCOLMMPOBAHHBIM *  cootserctaue kputepusam CM 1 KpuTepusM aCCOLMMPOBAHHOTO HOBOOBPA3OBAHHUS

* cooreercreue kputepuim CM
MuenongHbim HoBoobpasosanmem (CM-AMH) Kak otaensHoro 3abonesanms no knaccudukaunn BO3 2022

Valent P, Akin C, Hartmann K, Alvarez-Twose |, Brockow K, Hermine O, et al. Updated diagnostic criteria and classification of mast cell disorders: a consensus proposal. Hemasphere. 2021;5:¢646.
DOI: 10.1097,/H$9.0000000000000646
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Cucremnbiii mactoumtos (CM)

Kputepun auarHoctvkm pasnmnyHbix BAPUAHTOB CUCTEMHOTO MACTULMTO3A (2)

Bapuant CM

AnarHocTuyeckne Kputepumn

ArpeccuHbiit cuctemHbii mactoumtos (ACM)

* cootsercreue Kputepuam CM npu Hanmumm ogHoro u 6onee C-npusHakos
*  OTCYTCTBMM NPU3HAKOB TYYHOKNETOHHOTO NeiKo3a
*  KOXHblE NOPAXeHHs 0BbIvHO OTCyTCTBYIOT

¢ andPysHas MHPMALTPALMS ATMIMUHBIMM HE3PENIMM Ty4HbIMU KNETKAMM B TpenaHobuonTare
KOCTHOTO MO3rd

*  Hanuuue 2 20% TydHbIX KNETOK B MUenorpamme

¢ npu TunuyHom TKJT TyuHbie kneTku coctaensior 2 10% neikouuTos nepudepuyeckont kpo-
BK; y BonblMHCTBA NauMeHToB HaBaoRAETCS aneikemuyeckui BapuaHT (Tyutbix knetok <10%
neAKoUUTOB nepuepuyeckoin Kposm)

*  KOXHble NOPaXeHus 0bbIyHO OTCyTCTBYIOT

Capxoma u3 Tyubix knetok (CTK)

0 CONUTAPHASA OMYXO0J1b U3 TY4HBIX KNeTOK

*  ortcyrcreue npusnakos CM

*  MHOMALTPATMBHBIM TWN pocTa

*  Hu3KoANPDEpEHLMPOBAHHAS MOPDONOTUS KNETOK B LIUTONIOTMYECKOM Npenapare

1. Alvarez-Twose |, Jara-Acevedo M, Morgado JM, Garcia-Montero A, Sanchez-Munoz L, Teodosio C, et al. Clinical, immunophenotypic, and molecular characteristics of well-differentiated systemic mastocytosis. / Allergy Clin Immunol.
2016;137:168-78. DOI: 10.1016/}aci.2015.05.008

2.Khoury ID, Solary E, Abla O, Akkari Y, Alaggio R. et al The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Hisfiocytic/Dendritic Neoplasms. Leukemia.
2022 Jul;36(7):1703-19. DOI: 10.1038/541375-022-01613-1. Epub 2022 Jun 22. PMID: 35732831; PMCID: PMC9252913

Tyuroknetourbiit neikos (TKJ)

¢ cootsercreue kputepuam CM
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Muenopucnnactnueckue/ muenonponudeparmeHsie Hosoobpasosanus (MAC/MIH)

Knacecudukaumns BO3 2022

XpoHUUYECKMI  MMENOMOHOLIUTAPHBIM NEMKO3;
MAC/MMH c Hektpodunues;

MAC/MMNH ¢ mytaupeit rena SF3B1 v TpoMboumnTo3OM;
MIC/MMH 6e3 pononHuTeNbHEIX YTOUHEHMA.

Ins sceit rpynnel MAC/MIMH xapakrepHo:

* Hanuume pucnnasuu 210% ot Bcex KNeTok 3pUTPOUAHOTO U/ UiK rpaHyIoLMTApHOro U/ Uan Merakapuouu-
TAPHOrO POCTKOB KPOBETBOPEHMS B COYETAHUM C LUTONEHNEN, C KpUTEPUIMM, ycTaHoBReHHbIMKM Ans MC
M umMTO3q, KaK nposenenusmu MIMH;

* otcytctaue kputepres BO3 2022 pns BCR::ABL I-nozutmeroro XMJ1, nepeuyroro muenodubposa, MCTUHHOI
MOMMUMTEMMM M 3CCEHLMANBHON TPOMBOLMTEMMM;

* npu 303uHodUNMK — oTcyTcTBUe KpuTepues BO3 2022 ana numdonpHoro/ MuenonaHoro HosoobpasoBaHms
¢ s03nHodunueit u nepectpoiikoit renos PDGFRA, PDGFRB, FGFR1 wnu JAK2

Khoury J., et al. Leukemia. 2022;36:1703-19, WHO classification of Tumours online, 5th Edifion: Hematolymphoid Tumors.
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Muenopucnnactnueckue/ muenonponudeparmeHsie Hosoobpasosanus (MAC/MIH)

Kpurepum auarnosa BO3 2022

DOuarxos

Nepudepuyeckas kposb

KocTHblif Mo3r

Knunuueckue npossieHus

Haubonee yacto
BCTPEYAIOLIMECS MYTALMHN
B reHax

XpoHHueckwii M1enomoHouuTap-
Heli neliko3 (XMMJT)

Morouuei 20,5 (1,0) x 10°/n, MoHo-
untel 210 %, bnactheie knetkn <20%,
aHeMus, TpoMBoLuTONeHMs

Iucnnasua 210% knetok 8 21
NIMHUW MUENON0330;
bnacrubie knetkn <20%;

lenatocnneHomeranus, ysenuuexue
NMMQ. y3110B, NOPAXEHUE KOXKH,
B-cumnTOMbI, QyTOMMMYHHbIE NPOSiB-
newms, 6onu B KOCTSX, HHbeKuuu

TET2, SRSFZ, ASXL, DNMT3A,
RUNXT, N/KRAS, IDH1/2, EZH2,
CBL, BCOR, UZAFI, SF3B1, ZRSR2,
NFI, SETBPI, JAKZ, NPM1.

MAC/MNH c eiitpodunmeit

Neikouptsi >13,0 X 10°/n, Heapensie
weitrpounbl (n/ mutmigtm/ mu) 210 %,
BMCTING3VS TPAHYOLTOB, BnacTHbIe
knetkn <20 %, aHemms, TpomboLuTo-
neHms

Tunepnnasus u pucnnasms 210%
KNETOK rPaHYNOLMTAPHOTO poCT-
ka -/ + aucnnasua 210% knetok
MeraKap1OLMTapHOTo 1/ in
3PUTPOMAHOTO POCTKOB;
bnacrheie knetkn <20%

[enatocnneHomeranms, aHeMMYECKMi
M TeMOPPAr1YECKUi CHHAPOMbI,
UHOEKLMHU

SETBPI, ETNK1

ASXLT, TET2, DNMT3A, IDH2, CBI,
NRAS, NFI, SRSF2, U2AFI, SF3B1,
ZRSR2, CUXI, GATAZ, RUNXI,
ETNK1, SETBPI, EZH2w pp.

MAC/MMH ¢ myraumeit rexa
SF3B1 v tpoMboumTozom

Anemus, Tpombouptos 2 450 x 10°/,
QHU30LMTO3 TPOMBOLNTOB; M.6.
nenKoupuTo3

[133puTponoss, KonbLieBsle cHpe-
pobnacrl 215%, atvnus Meraka-
PMOLUTOB, AUCMEraKAPHOLUTON033
-/ + BMCTPAHYNOLUTON033

CnneHomeranus, puck TpoMB0308,
GHEMMYECKMA CHHAPOM

SF3B1, JAK2, CALR, MPL

TET2, ASKLT, DNMT3A, SETBPI,
SRSF2, U2AF1, ZRSR2, EZHZ, IDH2,
ETV6, RUNXI, CBL

MZC/MMH 6e3 pononxuTensHbix
YTOUHEHMH

Aucnnasus+ muenonponudepatuHbie
M3MEHEHHS

Her npeawecrsyioweit uctopun MIC
wnu MIMH

[Qucnnasus + mmenonponudeparme-
HblE M3MEHEHHS, M.6. BbIpCXEHHbI
$H6po3 CTpOMbI

[enatocnneHomeranms, B-cumnToml,
TPOMB03MBONHYECKHE OCTOXHEHHS,
MHGEKLMM, QHEMUYECKMI M reMoppa-
TUYECKWH CHHAPOM

TET2, NRAS, RUNX1, CBL, SETBPI,
ASXLI, TP53

fOBeHMnbHbI MHEnoMoHOLuTap-
Hel nefikos (OMMIT)

Neiikoupre >10,0 x 10°/n,
MmoHouutsl >1,0 x x109/ 7,
MoHouutsl 210 %,
6nacthbie knetkn <20 %,
QHeMws, TpoMBouTONeHHs,
nossiwerue HbF

BCR:ABLT, KMT2A (MLL1)-or-
pULaTeNbHbIE, BNACTHbIE KAETKM
<20 %, rnepyyBCTBUTENLHOCTb

K rpaHynouutapHo-Makpoaras-
HOM KOSIOHUECTUMYTUPYIOLLIEMY
daxropy (TM-KCP)

Cnnenomeranus ~90 %, renatomera-
s ~80 %, numaperonarus ~50 %,
MaKynonanysne3Hoe MopaxeHue KOXM
~30 %, yBennyeHre MUHAAMMH

PIPNII, NFi, NRAS, KRAS, CBL

Khoury J., et al. Leukemia. 2022;36:1703-19, WHO classification of Tumours online, 5th Edifion: Hematolymphoid Tumors.
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XpoHuueckuit MuenomoHoumTapHsiii neiikos (XMMIT) (1)

Kpurepuu anartosa BO3 2022

Ans sepudukauun guarnosa XMMJ1 obsisarenbHo Hanuumne Bcex 6onbLIMX KPUTEPUEB.
¢ [pu abcontotHom MoHouuToze 21,0 x 10°/n Heob6XOAMMO HANMYME OAHOTO MW HECKONBKMX MANbIX KPUTEPHEB
¢ [pu abcontotHom MoHouutoze ot 0,5 o 1,0 x 10°/n Heobxoamnmo Hanmume NpMoBpeTeHHOM LIUTOTEHETYECKOH MM MONEKYNSPHOM aHomanum (cm. Tabn.)

Bbonblme kpurepum:

¢ Croitkui abcontoTHbIN MOHOLMTO3 B nepudepuyeckoit kposu 20,5 x 107/, ¢ konmuecteom moHouutos 210 % B nelikountapHoi popmyne

*  Bnacthbie knetkn <20 % B nepudep1uECcKOit KPOBM U KOCTHOM Mo3re

*  Orcyrcreme kputepues BO3 2022 ans BCR::ABL I-nosutmsroro XMJT, nepeuuHoro Muenodubposa, MCTUHHOM NOMLUTEMMM M SCCEHLMANBHOM TpOoMBoLuTeMMM ™ *

¢ Tpu 303uHodbMIMU — oTcyTcTBME KpHTepHes BO3 2022 ans numdbonaHoro,/ MuenomaHoro HoBoobpasosakms ¢ 303uHodbMnMeit 1 nepectpoitkoit reHos (PDGFRA, PDGFRB,
FGFR1 wnn JAK2)

Manbie kputepun:

¢ [lucnnasus onpepensietcs B 21 MuenoupHoit knetouHoit nmHum ot 10% u Gonee KneTok rpaHyNOLMTAPHOTO M/ UK METAKAPHUOLUTAPHOTO W/ Ui 3PUTPOUAHOTO POCTKOB
KPOBETBOPEHMsI

* [MpuobpeTeHHble LUTOrEHETUHECKME MM MONEKYNSPHBIE QHOManNMM™

*  Yeenuuenue npu MPT nepudepuueckoit kposu konmuectsa knaccuueckux moxouutos ( CD 14+, CD16-) 294% B otcyTcTBUE AAHHBIX 30 QY TOMMMYHHBIN MM MHEKLMOHHBIN NpoLiece

¥ BracTHsle KNETKH UM MX SKBHBANEHTSI BKAOYAKOT B CeBS: MHenobaacTsl, MOHOBNACTb MM NPOMOHOLMTHI,
** MuenonponudepatvsHbie HoBoobpazosakus (MTTH) MoryT conpoBoXaaTsCS MOHOLMTO30M B HaYNE UAM B Teweun Boneskm, 4To atpyarset auarkoctky XMMJT. B takux cnyuasx paree auarkoctuposantoe MITH ncknioyaer
XMMJ1, npnyem Hanuuue kpuepnes MIMH 8 kocTHOM Moare wv Bbicokas annenshas Harpyska MIH-accounnposantsix myraunit (JAK2, CALR unu MPI) noarsepxaaer avarios MIMH ¢ monouurosom, a He XMMJT.

MyraumonHbii npodunb naumertos ¢ XMMJ1

Khoury J., et al. Leukemia. 2022;36:1703-19, WHO classification of Tumours online, 5th Edifion: Hematolymphoid Tumors.
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‘ len Yacrora, % len Yacrora, % len Yacrora, % len Yacrora, % ‘
‘ TET2 29-61 IDH2 6-7 ZRSR2" 4-8 JAK2 1-10 ‘
‘ ASXLI? 32-44 BCOR" 6-7 CBL" 8-22 RUNXI" 8-23 ‘
‘ DNMT3A 2-12 SRSF2" 29-52 KRAS" 7-16 SETBPI" 4-18 ‘
| EZH2" 5-13 U2AFI* 4-10 NRAS" 42 NP1 1-3 |
‘ IDH1 1-2 SF3B1" 6-10 NFI 6-7 FLT3 1-3 ‘
| \
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XpoHuueckuit MuenomoHoumTapHsiii neiikos (XMMIT) (2)

Kpurepuu anartosa BO3 2022

Ha ocHoBaHuu konuuectsa neiikountos XMMJ1 paspensior Ha 2 noaTtuna:
* npu neiikouutax <13x10°/n — muenopgncnnactnueckuit XMMJT (MA-XMMTT),
* npu netikouutax 213x10°/n — muenonponudeparmsrbit XMMJIT (MM-XMMII).

MUenoaucnnacTUyeckmnin MUeNonponudepaTMBHBLIN
XMMI XMMI

nevikoumtsl <13x10°/n netikouutel 213x10°/n

Ha ocHoBaHum konuuectsa 6nactHbix knetok XMMIJ1 paspensior Ha 2 Bapuanta: XMMJT-1 u XMMIJ1-2

Bapuant XMMJ1 Knunuyeckuin ananms kposm KoctHbii mo3r

bnacthble knetku <10 %, aucnnasms 8 210 %
knetok B 21 auHuK, nanouku Ayspa
oTCyTCTBYIOT

XpoHmueckuii MuenomorouuTaphbiii neiikos-1 | Mowouwtsi 20,5 x 10°/n, & nefikouutapHoi gopmyne
(XMMN-1) moHoumtel 210 %, 6nacthbie knetku <5 %

BractHbie knetkn 10-19 %, aucnnasusa 210 %
knetok 8 21 AMHuM 1 / uan nanouku Ayapa npu
NobOM KONMYeCTBE BNACTHBIX KNETOK

XpoHmueckuii MuenomoHounTapHbii neikos-2 | Mowouwtsi 20,5 x 10°/n, & nefikouutapHoit gopmyne
(XMMJ1-2) moHouutsl 210 %, bnactHble knetkn — 5-19 %

Khoury J., et al. Leukemia. 2022;36:1703-19, WHO classification of Tumours online, 5th Edifion: Hematolymphoid Tumors.
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XpOHuueckuin MuenoMoHoLMTapHbiiA neikos (XMMJT)

CneuuanbHas wkana oueHku nporHosa (CPSS)

Such E. et al. Blood 2013;121(15): 3005-15.
Khoury J., et al. Leukemia. 2022;36:1703-19, WHO classification of Tumours online, 5th Edition: Hematolymphoid Tumors.

Mapamerpel bannsi
| PAMeTP 0 1 2
Bapuant XMMJ1
BO3 2008 XMMJT-1 XMMI-2 _
BO3 2017 XMMI-0 u XMMJ1-1 XMMJ1-2
BO3 2022 XMMI-1 XMMI-2
MI-XMMN MIM-XMMN
Mogrun XMMJT Jefikouutel <13 x 10°/n Jedikouutel 213 x 107/ n -
‘ Linrorenetnueckuit puck* Hu3kuit puck [pomexyTouHbIH p1ck Beicokuit puck
TpaHcdy3uOHHAS 3aBUCHMOCTb OT BOHOPCKUX 3pUTPOLMTOB ™ * Her Aa -
MepuaHa obweis BeposTtHoCTb 2-neTHen
Cymma 6annos | [pynnbi pucka 0
BbDKMBAEMOCTH, MEC. nporpeccun B OMJ1,% * Tpynnu wroreweTueckoro puexa:
‘ 0 — pHeK 72 7 ::::T; FTCYK, — HOPMQJIbHBIN KapHo- ‘
NPOMEXYTOUHBIH PUCK — BCE OCTASb-
‘ 1 npoMeXyTouHbIn — 1 puck 31 14 Hele abeppaumm ( 8 1. 4. 20g-, 5q-); ‘
BbICOKMI puck — +8, -7/7q- , kom-
‘ 2-3 NPOMEXYTOUHBIN — 2 pUCK 13 37 nneKkcHbIi kapuoTun (23 abeppauuii). ‘
** TpaHcdy3sMoHHAs 3BUCHMOCTD —
| 4-5 TR 5 73 o oninns B wapns s roseme \
MIO-XMMN — muenopucnnactuueckuit XMMJT 4 mecues.
MM-XMMJT — muenonponudeparmsrbiin XMMJ1
OMIJ1 — ocTpbiit MMenomnaHbIi neikos
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Muenoaucnnactnueckue cuiapomsl (MIAC)

Knacecudukaums BO3 2017 (1)

. Konbuessie
Oucnnasus, | Lutonexus®,
cupepobnacrsl 0
Bapuanr KONNYECTBO | KONMYECTBO (npK MyTawn Bnacrubie knetku B KM u MK, % Kapuotun
pocTKOB pOCTKOB SF3B1), %
MIC c nuHeiiHow ( opHoNMHelHOM) pyc- Jlio6oi1, kpome
nnasvei 1 1-2 <15 (<5) KM <5, MK <1, nanouku Ayspa — Het 5q- s Kp
MAC ¢ MynbTUAMHEHOM AMcnnasmen 2-3 1-3 <15 (<5) KM <5, MK <1, nanouku Ayapa — Her 151::6‘”1’ KpoNMe
MZC c konbuesbiMmM cupaepobnactamm _ Jlio6oit, kpome
R e e ) 1 1-2 215 (25) KM <5, MK <1, nanoyku Ayapa — Het 5q- 4
MAC c konbuesbiMM cupaepobnacTamm - _ Jlio6oi, kpome
WMy RLTUAMHOFHOH BMCRNGIHEH 2-3 1-3 215 (25) KM <5, MK <1, nanouku Ayapa — Her 5q- s Kp
5q-t 1 pobasou-
MZC c nsonuposaHHoi aeneupeit 5q 1-3 1-2 Her unu nio6oii | KM <5, MK <1, nanouku Ayapa — Het Has aHOManus,
Kkpome -7/7q-

MIC ¢ u3bbitkom 6nacros —1 1-3 1-3 Her unu nio6oin | KM 5-9, MK 2-4, nanouku Ayspa — Het Jlio6oii
MIC c u3bbitkom bnacros —2 1-3 1-3 Her unu nio6oi | KM 10-19, MK 5-19, nanouku Ayspat Jlio6oii
!:‘Aﬁ,/s gsgs:::zﬁ”l(uhpyemlﬁi 1-3 1-3 Her unu mioboit | KM <5, MK = 15, nanouku Ayspa — et Jo6oi
C IMHENHOM AUCNNA3UEN M NaHUMTONEHHEH 1 3 Her unu nio6on | KM <5, MK <1, nanouku Ayspa — Het Jlio6oii
:g&cﬁuosaum LMTOreHeTMYECKMX U3Me- 0 1-3 <15° KM <5, MK <1, nanouk Ayspa — Her MAC-aHomanuu’
PedpaktepHas uutonenus getckoro _ _ S
Bo3pacra 1-3 1-3 Her KM <5, NK <2, Jlio6oii
Swerdlow S. H. et al. WHO classification of tumours of haematopoietic and lymphoid tissues. Revised 4" Edifion. IARC, Lyon; 2017.
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Muenoaucnnactnyeckue cuigpomsl (MAC)

Knaceudpumkaums BO3 2017 (2)

KM — koctHbii mo3r; MK — nepudepuueckas kposs.

[ucnnasus cuntaeTcs AMArHOCTUYECKM 3HAYUMOH,
KOrAQ NpM3HAKM Aucnnasuu soisenetbl B 210% knetok
3PUTPOUAHOTO, FPAHYNOLMTAPHOTO U MEraKapHOLM-
TAPHOTO POCTKOB.

Mokasarenu remornobuta <100 r/n, TpomboumTtos
<100 x 10°/n, abcontoTHOe KONM4ECTBO HelTPOdMNOoB
<1,8 x 10°/ n, moHouutos <1 x 10°/n.

OpHako Npu HAanM4MU MOpPPONOTrMYECKUX KPUTEPHEB
M XpoMocoMHbix abeppaumit aarios MIC mo-

XeT BbiTb yCTAHOBNEH M Npyu Bonee nerkon aHemmu
(He <120t/ ny xenwmn v He <130 r/n y myxumn)

W npu TpombounTonennm <150 x 10°/n.

Tpombouutos >450 x 10°/n npu MAC gonyckaer-
cs B cnyyasx MIAC ¢ usonupoeanHoi aeneupeit 5
WK NPy BbisBReHuM inv(3) Fq21.3q26.2) unm (3;3
(921.3;926.2).

Ecnm 6nacrsi 8 MK onpepenetbl 8 2 1 6onee ananusax.

Ecnu konbuessix cupepobnacros 215%, 1o ato
MJC c konbuesbiM1 cMpepobaacTamu u nuHeHOM
DMCNNA3UEN.

Axomanum kapuotuna, Haubonee yacto ecrpevaiowmecs npu MAC

Hec6anancuposannbie | COanaHcMpoBaHHble
-7 unn del(7q) t(11;16)(q23.3;p13.3)
del(5q) 1(3;21)(q26.2;922.1)

i(17q) unn t(17p)

t(1;3)(p36.3;921.2)

-13 unn del(13q)

t(2;11)(p21;923.3)

del(11q)

inv(3)(921.3;926.2)

del(12p) nnu t(12p)

1(3;3)(921.3;926.2)

del(9q)

1(6;9)(p23;934.1)

idic(X)(ql3)

+8

del(20q)

Y

KomnnekcHbli kaproTun: 23 xpomocoMHbix abeppauui,

¢ HanuuueM 1 1 Bonee ONUCAHHBIX BbILUIE M3MEHEHMH.

o A6eppauuu: +8,-Y unu del(20q) Hegoctatounsl ans au-
artoctukn MIC, ecnn Het MOpoNOrnyeckM 3HAUMMbIX

kputepues MAC.

Swerdlow S.H. et al. WHO classification of tumours of haematopoiefic and lymphoid

tissues. Revised 4" Edifion. IARC, Lyon, 2017.
* Valent P. et al. Oncotarget, 2017; Vol. 8(43): 73483-500.

HaHHble aHomanum
moryT 6biITb Onpepene-
Hbl KOK NPU CTAHZAPT-
HOM LIATOreHETMYECKOM
aHanuse B 220 meta-
basax, Tak u MeToAoM

FISH*
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Muenogumcnnactnueckme cunapomsl (MC)

Knaccudukaums BO3 2022 MAC = Muenoaucnnactuyeckue HoBoobpasoBaHus

I. MAC ¢ reHeTHYECKMMM QHOMANUAMM

1. MAC ¢ H13kum % bnactos n peneumeit 5q
2. MAC c Huzknm % 6nactos u myTaumen SF3B1T
3. MAC c 6uannenbHoi unaktmeaumeit TP53

Il. MAC Ha ocHoBe Mopdonorumn

1. MAC ¢ Hu3kum % 6nacros
*  MJAC c Hu3knm % 6nacToe M nMHEMHOM apucnnasmei
*  MJIC c Hu3knm % 6nacToB U MynbTUIMHENHOM BUCNAA3HEN
*  MAC c H13knM % Bnactos u KonbLEeBbIMKM CHAEPOBRACTAMM
2. MIC c runonnasueit kposeTBOpeHMst
3. MOC c n3bbitkom bnactos
* MJAC c n3bbitkom 6nactos 1
*  MZAC c n3bbitkom bnactos 2
*  MJC c u36biTkom bnactoe u ubpo3om cTpombl

[ucnnasua cyuTaeTcs AMArHoCTMYECKM 3HAYMMON, KOTAA ee Npu-
3Haky BbisBneHbl B 210% kneTok 3puTpoMaHOro, rpaHynoOLMTAPHOTO,
MErakapUOLMTAPHOTO POCTKOB.

Lutonenus:
- remornobut < 130 r/n y Myxumn, <120 r/n y xeHwpn,
- abcontotHoe uncno Heittpodunos <1,8 x10°/,
- pom6ouuTel <150 x10°/n (pomboupTel >450 x10°/ n Tonsko
npu MAC ¢ 59-).

KM — kocTHbli Mo3r
MK — nepndepuyeckas kposb
Tb — tpenanobuontar

Khoury J., et al. Leukemia. 2022;36:1703-19.

WHO classification of Tumours online, 5th Edition: Hematolymphoid Tumors.
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Muenogucnnactuyeckme HOBOOBPA30BAHMS B3POCBIX

Knacecudbukaumns BO3 2022

Oucnnaszus,

Liutonenus®,

Konbuesbie

BnactHble knetku

BUPMOHT KONU4yeCTBo KONU4YeCTBoO C"AGPOGHQCTH, o KGP"OTHI'I, MyTALMK FeHOB
o B KM ulK, %
POCTKOB POCTKOB (npu mSF3B1), %
MAC ¢ reHeTMYECKUMU GHOMONTUSAMU
. 1-3 KM <5, MK <2 5q- 1, kpome -7/7q-
R e = M.6. TpomBounTos <l nanoyku Ayapa — Her M.6. mSF3B1, mJAK2, mMpl
. KM <5, NK<2, Tio6oi, kpome 5q-, -7 UK KoMRNEKcHOro KapuoTHna;
MJC ¢ Huzkumn 6nacramu u mytaumeis SF3B1 | 1-3 1-3 25 nanoiEH Ayspa = Her mSF3B] ¢ VAF 35%
. . KM <20, NK < 20, Komnnexchbi kapuotwr, 22 mTP53wm 1
MAC ¢ uannensHoit uhakrusaumei TP53 1-3 1-3 TioGiie nanoyku Ayspa £ mTP53tdel(7P53) wnu + noteps rereposurotHocT
MAC Ha ocHoBe mop¢onorumn

MJC ¢ unskumu 6nacramn (HB) 1-3 1-3

MIC ¢ HB u nuHeitHoi aucnnasmei 1 1-3 <15(<5)

KM <5, fIK <2, Tio6oi, kpome 5g-
MAC ¢ HB u mynbTunmHeitoi aucnnasmeit 1-3 1-3 <15(<5) nanouku Ayapa — Het !
MAC c Hb 1 konbuessimu cupepobnactamu 1-3 1-3 215%, auwwi van SF381
JNU QHONU3 He BLINOMHANM

MAC ¢ runonnasuei

B tpenaHo6uonTaTe KNETOHHOCTD CHIKEHT 1-3 1-3 <15(<35) K(C\A:S,”ﬂll( : 20 e Tio6oi, kpome 5-

<25% oT BO3pACTHOH HOPMbI nanokKu Ayspa — Het
MJC ¢ u36biTkom 6nacros 1-3 1-3 Jliobie KM 5-19, MK -2-19,

MJC c u3bbitkom bnacroe-1 1-3 1-3 KM -5-9, 1K - 2-4,

' _ _ KM-10-19, 1K - 5-19 Tio6oi, kpome kpurepres MC c GrannensHoit

MAC c u3bbirkom bnacros-2 1-3 1-3 P P ey et wraxusaueh 7953 OMIT

MAC ¢ u36bitkom bnactos u pubpo-

30M cTpOMbI (pMBPO3 cTpOMI 2-3 CT 1-3 1-3 KM-5-19, NK-2-19

B TpenaHobyonTare)

KM — kocthbii Mosr, MK — nepudepuueckas kposb, OMJ1 — ocTpbiit MuenouaHbii neikos

Khoury J., et al. Leukemia. 2022;36:1703-19.

WHO classification of Tumours online, 5th Edition: Hematolymphoid Tumors.
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Muenoamncnnactnueckue HoBoob6pa3oBaHMS M MUenoavcnaacTuueckme,/ MmuenonponnepaTmeHbie

Hosoobpasosanms (MAC u MAC/MIH) (1)

MyTaumm B reHax

B rabnuue npeacTaBneHsl rexb, B kotopeix Haubonee wacto Betpevatotcs Myrauuu npu MAC u MIC/MIH. Ouarsoctuueckw snaunmbimu npu MIC, & cootsercranm ¢ knaccudukaupeis BO3 2022, seasiorcs MyTaumm & rexax

SF3B1 TP53. OctanbHbie paccMaTpUBAKOTCS KAK MPOFHOCTUYECKH 3HAYMMbIE.

Tenbl Yacrora npu MAC | Nokanusauus | MporHoctuueckas sHaunmocts | Knunnueckue ocobentoctn

TET2 20-30% 4924 HeitrpanbHbii nporio3 Accouunpyercs ¢ HopmanbHbim kapuotunom. Yacrora npu XMMJT 40-60%.

DNMT3A 12-18% 2923 HebnaronpusrHeii nportos Beicokuit puck Tparcdopmauun 8 OMJI.

ASXLT 15-25% 20q11 HebnaronpustHeii nporxos Yacrora npu XMMJT 40-50%.

EZH? 5-10% 736 He6naronpustHeii nportos Yacrora npu XMMJT 12%.

s | e
SRSF2 15% 17925 He6naronpustHbiit nporkos Beicokuit puck tpancdopmauuu 8 OMJ. Yacrora npu XMMJT 50%.

U2AF1 10-15% 21922 He6naronpustHbilt nporxos Beicokuit puck Tpancdopmanun 8 OMJI.

ZRSR2 5-10% Xp22 He6naronpustHbiii nporxo3

RUNXT* 10-15% 21922 He6naronpwstHbiii npor+o3

TP53* 10% 17p13 HeBnaronpusatsii nporko3 ;‘::f;’:‘j::cmcm::z:;';HH ¢ m:ﬁ:ﬂm Spnomnom (50%] u del(5q) (15-20%). Mpeanukrop
STAG2 5-10% Xq25 HebnaronpusrHeii nporkos

NRAS* 5-10% 1923 He6naronpustHbiit nporxos H:S:::::g:ﬂ;xﬂﬂﬁ%?:a' ocoBeto y nauentos ¢ sk pckom MAC.

CBL* 5% 11923 He6naronpustHbiii nporxo3 Yacrora npu XMMJ1 10-20% 1 IOMMIT 15%.

NFI* <5% 17911 Yacrora npu XMMJ15-10% u FOMMI1 30%, Yacto repmuHancHas myTauus.

KRAS <5% 12p12 He6naronpustHbiii nporxo3

ETV6* <5% 12p13 He6naronpustHbiit nportos

FIT3 <5% 13912 He6naronpustHbii npor+o3 Mpy nporpeccuy 8 OMJ1 5%.

NPMT 5¢35 He6naronpustHii npor+o3

*KoHcTuTyupoHanbHbie (repMMHaANbHbIE) MyTALMU B 3TUX FEHAX MOTYT CONPOBOXAATLCS FEMATONOrMYECKMMM U3MeHeHHAMM. [pu oBbHapyxeHun aTx MyTauui npu MIC B knetkax KpoBM MK KOCTHO-

ro Mo3ra uenecooGpasHo BbIMOJIHEHWE CEKBEHMPOBAHUS HHK HEeremMaTono3TM4eCcKUX KNeTok ana onpeaeneHus ocobeHHOCTeN M3MeHEeHM (COMCITM"IECKM& nnn KOHCTMT)’LLMOHOHhHhIe).

NCCN Guidelines Version 1.2023. Myelodysplastic syndromes.
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Muenoamncnnactnueckue HoBoob6pa3oBaHMA M MUenoavcnaacTuueckme,/ MuenonponnepaTmeHbie

Hosoobpasosanmns (MAC u MAC/MIH) (2)

Myrauum B reHax

B rabnuue npenctasnensl rexbi, B koTopix Haubonee vacto Berpevatotcs Mytauuu npu MAC u MOC/MI. IarHoctuuecku saunmbimu, & cootetctamum 5-my nepecmotpy BO3-knaccuduraunn MIC, sensiotcs myTauuu B renax

SF3B1v TP53. OctanbHbie paccMaTpuBaioTcs, KAk NPOrHOCTUYECKM 3HAYUMbIE.

UMMPOBAH C CHCTEMHBIM Oy TOUMMYHHbIM 3a60neBaHmem 1 rematonorndeckum, MAC

**KoHcTHTyuMoHanNbHbIE (repMMHAbHBIE) MyTALMM B 3TUX FEHOX MOTYT CONPOBOXAATLCA FEMATONOTUHECKMMM M3MeHeHUSMAU. Mpu oBHapyxeHnn atux mytaumi npu MIC e knetkax KpoBH MnM KocT-
HOro Mo3ra LenecoobpasHo eeinonHenme ceksernposatus [IHK HeremaTonoaTnueckux knetok Ans onpeAeneHus 0cobeHHOCTel  M3MEHEHMI (COMATUYECKME UM KOHCTUTYLIMOHAbHBIE).

‘ [eHbl Yacrora npu MAC | Jlokanusaums | MporHoctuueckas sHauumocts | Knunuueckne ocobenHocti

| DDXAT* <5% 5635

‘ IDHI <5% 15926 HebnaronpusrHeii nportos Hanbonee yacro npu OMJ

‘ IDH2 <5% 2933 He6naronpustHbiit nportos Hawn6onee wacto npu OMJ1

‘ GATA2* <5% 3921 He6naronpustHbiii nporxos

‘ JAK2 <5% 9p24 Yacrora npu MAC/MMH-KC-T 50%, Moxer 6biTs & codetanun ¢ SFIBI

‘ CALR <5% 19p13 Habnionaercs npu MAC/MMH-KC-T, moxer 6bitb & covetamm ¢ SF3B1

‘ MPL <5% 1334 Habniogaercs npu MAC/MMH-KC-T, moxer 6bims & covetanmm ¢ SF3B1

‘ PIPNII <5% 12924 Hesicheilt nporHos

‘ SETBPI <5% 18912 Ha6niopaetca npu nporpeccun sabonesarus. Yacrora npu aXM 24%, XMMI 5-10% u OMM 7%

‘ PHF6 <5% Xq26-27 He6naronpustHeii nporxos Hanbonee yacro npu MJC c u3beitkom 6nactos, He BAMSET Ha BBIXUBAEMOCTS

‘ BCOR <5% Xpll He6naronpustHbiit nporxos Yacrora npu XMMJT5-10%

‘ wri 5% 11p13 HebnaronpusrtHeii nportos Accoummposat ¢ Tpacopmaupeis 8 OMJ1

‘ STAT3 <5% 17921 Habniopaercs npu JIBIT1, accoumnmnposantom ¢ MIC; accounaumus c uMMyHHbIM MOPAXEHUKM KOCTHOTO MO3ra
‘ PPMID ~5% 17423 $Ziig:::”;’;5?nq nocne npeawecTeytoLei Tepanuu. He cBasaH ¢ HebnaronposTHIM NPOTHOCTHYECKMM

‘ UBAT 5% Xpll VEXAS-cunppom (V-akyonusauus, E1-bepmen, X-cuennentbiii, A-ayToummyHHbij, S-comatuueckuii] —acco-
|

NCCN Guidelines Version 1.2023. Myelodysplastic syndromes.
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Muenoaucnnactnueckuii curapom (MAC)

MNepecmoTpeHHas wkana oueHku nporHosa IPSS-R

MepecmoTpeHHas MexpyHapoaHas wkana oueHku nporrosa (IPSS-R) npepctasnser coboit nepecmotpentyio u gopabotanHyio Bepeuio wkansi IPSS oueHku meanansi
06Luelt BbXUBAEMOCTU U BpeMeHH Nporpeccuu B ocTpbii neiikos ans 25% naupentos ¢ MAC 6es nposepeHus cnewnduyeckoit Tepaniu (rMnoMeTUaMpyioLme npenapars,
NOAMXMMMOTEPANMS, TPAHCTNIAHTALMS QNIOTEHHbIX FeMOMO3THYeckUX cTBonoBbix knetok). LLkana IPSS-R yunTsiBaet Gonee getan1aMpoBaHHOe NPOTHOCTUYECKOE 3HAYEHHE
LIMTOTEHETUKM, NPOLEHTA BIACTHBIX KIIETOK B KOCTHOM MO3re W BIPGXEHHOCTH LTonennu. Ha ocHoBaHum cymmapHoro konmyectsa 6annos MIC paspensitor Ha 5 nporHo-
CTUHECKMX FPYNI: [PYNNG O4eHb Hu3Koro pucka (very low), Huskoro (low), npomexytouroro (intermediate), sicokoro (high) 1 ouers Bricokoro (very high) pucka.

Bannbi

Mapametp

0 0,5 1 1,5 2 3 4
Liurorexetnyeckuit pMCK* OYeHb XOPOLMHA = XOPOLIMH = NPOMEXYTOUHbI | NAOXOW | O4YeHb NIOXOM
Konnuectso 6nactHeix . > ~ 52 0 <5 ~ 5 - _
KNeToK B KocTHOM Mo3re (%)
TemomnobuH, r/n 2100 = 80-99 | <80 - - -
Tpombouutsl, X10°/n 2100 50-99 <50 = = = =
A6coniotHoe uncno 20,8 0,8 _ _ _ _ _

Heittpodunos, x10°/n

*[pynnbl LMTOrEHeTMYECKOrO pUCKa:

oueHb xopownit: del(11q), -Y;

XOPOLUMIA: HOPMASbHBIM KAPHUOTHN; U3ONMPO-
sannbie: del(5q), del(12p), del(20q); psoitHbie
cdel(5q);

npomexyTtouHsiit: del(7q), +8, i(17q), +19

M ApYTH1e U30NMUPOBAHHBIE MIM ABOMHbIE HE3ABM-
CHMbIE KJIOHBI;

nnoxoit: -7, inv(3)/t(3q)/ del(3q); meoiinbie
¢ -7/ del(7q); komnnekchbie =3 aHomanmy;
OYeHb NIIOXOH: KOMMNEKCHBI KAPUOTMA

>3 aHomanui.

Cymma 6annos

lpynnbi pucka no wkane IPSS-R

Meamnana obueit BbDKMBAEMOCTH, NeT

25% nporpeccus 8 OMJ1, net

0-1,5 OYeHb HU3KMH PUCK 8,8 He AOCTUIHYTa
2,0-3,0 HU3KMM pUCK 5,3 10,8
3,5-4,5 NPOMEXYTOUHBIM PUCK 3,0 3,2
5,0-6,0 BbICOKMM pUCK 1,6 1,4

>6,0 OYeHb BLICOKMM pUCK 0,8 0,7

Greenberg P, Tuechler H., Schanz )., et al. Blood, 2012; 120: 2454-65.
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Muenoaucnnactnueckue cuiapomsi (MIAC)

MonekynspHas mexayHapogHas wkana nporHosa (IPSS-M)

B 2022 ropy 6bina ony6nukosaxHas Hosas wkana nporHosa MJC Ha ocHosanmu ananuza 2701 naumentos. basucom seunacs wkana IPSS-R ¢ nobasnexuem 31 rea,
MYTQLMM B KOTOPbIX BAMSIOT HQ BEPOSTHOCTb 0Bluieit M BecnporpeccuBHoit BbixmaemocTu. B pesynsrare crpamudukaumm MIC paspentnu Ha 6 rpynn nporHosa: oueHb
HW3KMMA, HU3KUH, YMEPEHHO HU3KMHA, YMEPEHHOM BbICOKWM, BLICOKMM M OYEHb BBICOKMH, CO CTATUCTUHECKM LOCTOBEPHBIMM PA3NIMUYMSMM BEPOSTHOCTH BbXMBAEMOCTEH

u nporpeccun 8 OMJ1
Tpynnbi pucka
IPSS-M . . - OcHoBHble LlononHutenbHble
OuyeHb HU3KMI Huzkuin YmeperHo YmeperHo Boicokuin OvueHb retbl ( n=16) retbl (n=15)
14% 33% Huskmin 11% Boicokui 11% 14% Bbicokuii 17%
Bannsi <1,5 >1,500-0,5 | >-0,5p00 >0p00,5 >0,5p01,5 |>1,5 TP53 | IDH2 BCOR | PHFS
Mepmana obwwei soixveaemo- | 10,6 6,0 4,6 2,8 1,7 1,0 .
c, rogel, 25-75%, ropsl 5,1.7,4 3,0-12,8 2,0-7,4 1,2-5,5 1,0-3,4 0,5-1,8 Ll (8 LA | e
Meavnana 6ecnporpeccws- 97 509 45 23 15 076 LT3 EZH2 CEPBA | PRPF8
Do Sy BASMOCTH, TORM, | 5.0.17,4 2,6-12,0 1,6-6,9 0,9-4,7 0,8-2,8 0,33-1,5
25-75%, rops SFIBI | UZAFI | EINKI | PINTI
BepostHoctb TpaHchopmaLmm
8 OMJTk NPMI | SRSF2 | GATA2 | SETBPI
1 rogy, % 0 1,7 4,9 9,5 14,3 28,2
2 ropy, % 1,2 3,4 8,8 14,0 21,2 38,6 RUNX1 | DNMI3A | GNBI | STAG2
4 ropy, % 2,5 5,1 1,4 18,9 29,2 42,8
NRAS | ASXLT IDH1 ZI
Cwmeptb 6e3 nporpeccum
8 OMJTk
1 roy, % 22 8,5 , , 19,3 30,6 V6| M5 M
2 ropy, % 7,0 16,2 ) 1,1 39,8 45,6
4 roay, % ]519 2915 , 11 54,2 5]’3 Onpepennts NPUHAANEXHOCTD K rpynine

Bernard E., Tuechler H., Greenberg PL, et al. NEIM Evid 2022; 1 (7).
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Muenoaucnnactnueckme Hoesoobpasosanue (MAC)

LLikana nporvosa ans MAC, paseueLumMXcs NOCNE NPEALIECTBYIOWEN LUTOTOKCMYECKOI Tepanumn Apyroro 3abonesaxus

MNapamertpei 3Havenus Bannbi
Bosoacr 265 net ' rovnnag oueka Mepmana obweit | BepostHocTs 1-netHeid
P <65 ner 0 I::)Jlmu pucka, BbDKMBOEMOCTH, | BecnporpeccuBHOIA
-7/ KoMnneKcHble : mec. BbDKUBAEMOCTH
Uurorenetnka U3MEHEHMs
OpYrue U3MeHeHus 0
MAC-KC, Huakmit puck .
BO3 knaccudmkaums | MAC-UB1/2 1 1{0-2 6anna) 34 mec. 96%
apyrue 0
<10
lemornobuH, r/n =T :)
= lMpomexyTouHbIM pHck 12 84
TpombounTsi, <50 1 ( 3-4 6anna) Mec.
x10°/n 250 0
TpaHcdysuu Aa 1
KOMMNOHEHTOB KPOBU HeT 0 e pHcK .
2-4 1 ( 5-7 6annos) 5 mec. 72%
Craryc no ECOG 0-1 B

Quintas-Cardama A., et al. A prognostic model of therapy-related myelodysplastic syndrome for predicting survival and transformation to acute myeloid leukemia. Clin lymphoma Myeloma Leuk. 2014 October ; 14(5): 401-10.
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JInnenHo-accounmpoBaHHbie U cneumpuyecKue aHTUrEHbI

Panuue: CD34 TdT CD117 CD1a* HLA-DR**CD38* **

MuenongHele:
- CneundunyHbiit rpaHynountapbiii: MIMO
¢ Accounnposanbie rpanynouurapHsie: CD13 CD33 CD65 CD15 CD11b CD16
¢ Motouuraphbie: CD14 CD64 CD36 Lysozyme
¢ Merakapuouutaphsie: CD41 CD61
¢ dputpomnpnsie: CD235 CD71 CD105

*  B-nuHeMHble:

- CD19 CD20 CD10 CD22 CD79a IgM Kappa Lambda

* T-nuHeMHble:
- Cneundnyeckui T-nunennbin: cCD3
- Accounmposantbie T-nuneinsie: CD2 CD4 CD5 CD7 CD8 TCR

¥ CD1a B HopMe 3KCnpeccupyeTcst Ha KOPTMKANbHBIX TAMOLIMTAX

HLA-DR B Hopme akcnpeccupyeTcs Ha 3pesnibix MOHOLIMTAX M AKTUBMPOBAHHbIX T-kneTkax
*** CD38 B HopMe 3KCnpeccupyeTcs Ha 3penbiX MOHOLMTAX, FPAHYNOLMTAX, OKTUBMPOBAHHBIX T-kneTkax
M NNA3MATUHECKMX KNETKAX

* %

The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocytic/Dendritic Neoplasms. Knoury J. et al. Leukemia, 2022.
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U,I/ITOXI/IMVI‘-IGCKGSI XAapakrepuctmka ONACTHBIX KNETOK

Ll,uroxumuqecxue peakuum

Bapuanr ocrporo neiikosa Muenonepo- Hecneumduueckas | MHMGMpoBanme xnopauerar- | kucnas
aunuabl PAS-peakuus
Kenpasa acTepasa ¢NaF actepasa $ocdarasa
OCprlﬁ MMENOUAHBIM NeMKO3
(6e3 gononHuTENbHBIX YTOYHEHMIH)
OcTpblit MMENOMAHDIN NEHKO3 C MUHUMASbHbI-
MM NpU3HAKaMU anddepeHLMPOBKM (=) (=) (=) (2) (=) () (£) cnabas Andpdyanas (=) (=)
OcTpbiit MMenounpHsIii neiikos 6e3 cospesanms | (+) (++) (+) (++) | (=) (+) HeT (++) Ao dysHas (+) (+) (++)
OcTpbiit MMenou1pHbIl Neiikos ¢ cospesaHmem | (++) (++) (+) HeT (++) puddy3sHas (++) (++)
OCTpbiit MMENOMOHOLMTAPHBIN NeiKo3 (+) (+) (+++) YACTMYHO (++) MenkorpanynspHas (=) (+++)
8552227'3:::2"::;:3 NeAKo3 U OCTpHIA () () (+++) NOMHOCTbIO (+) menkorparynspHas (=) (+++)
MCTUHHBIN 3pUTPOMAHBIN N1EHKO3 (=) (=) (++) HeT L;;Lﬂ:?[i{;::;:g: (=) (++)
OcTpblit MerakapuobnacTHeIi neikos (—) (—) (=) (+) HeT (=) (++) auddysnas, (—) (+)
P P And .-TpaHynspHas

Octpbiti 6a30punbHbIN Neikos (=) (=) (=) (=) (=) (+) & BHAE Bnokos (=) (+)
Lo TP neFo3 [+ ) | () (o) ver fre [ (++4)
TiumdobnactHble neikosbl (—) (=) () | () Het (+) (++) rpanynapros (=) ::3):;;3(::3
HeanddepeHumpyembiit neiikos (=) () (=) (-) (=) (-) (—)
Dohner H. et al. Diagnosis and management of AML in adults: 2017 ELN recommendations from an international expert panel. Blood. 2017; 129(4): 424-47.
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MuenoupgHbie onyxonessie 3a6onesanus

AnarHoctnyeckuin noaxop Ang onpeaeneHns MMENOUAHbIX Heonnasmmn
npu BbisBneHun 250% 3puTPOMAHLIX KNETOK-NPeALIECTBEHHUKOB OT BCEX SAPOCOAEPKALLUX KNETOK KOCTHOTO MO3ra

Muenonacrsl — Ycroituuso CooTBeTcTBYET NIK KPUTEPHIO I
JpUTPOUAHBIi pocToK % oT Beex KneTok Mpeawectsyiowas | BbisBRseMble OMI1 c usmeHeHnaMM, MarHocTia e coo ?;g'%‘]';
B KOCTHOM MO3re g Tepanus? reHeTMyecKme CBOICTBEHHDIMM ¢ Knaccupuraume roaa
KOCTHOTO MO3ra aHomannm? MHENOAMCNNa3H? (akryanusmpoeanHoe 4-e uspatue)
250% Henpumenumo | lla Henpumenumo Henpumenumo (IS it Ly U el
Hble C NpeALecTByoLLel Tepanmen
>50% >20% Her il Henpumenmmo OMIJ] ¢ ycTonuMBBIMU reHETUYECKU-
MV GHOMONIUSMU
>50% >20% Her Her fa cOmJ::OusmeHeHmAfM, CBS3CQHHBIMM
aucnnasven
250% 220% Her Her Her OMIJ1 HeyTouHeHHbIn (OMJ1-NOS)
250% <20% Her Her* Henpumenumo MAcC**
250% <20% Her Her* Henpumenumo Mac**
280% * - T
Her Her Henpumenumo M cTrHHBIN 3pUTpONAHbINA Neikos

1 230% nposputpobnactos

MpoueHTHOE copepXaHmMe BRACTHBIX KIETOK PUCCHUTLIBAETCS OT BCEX SAPOCOAEPXKALLMK KNETOK B MUENOTpaMME

* OMM ¢ 1(8;21 )(922;q22.1); RUNX1:RUNXITI, OMN c inv(16)(q13.1922) unn 1{16;16)(p13,1;q22); CBFB::MYH 11 wnm OTIT ¢ PML::RARA & pea-
KMX Cly4QsiX MOryT BO3HUKQTE npu ypoBHe 6nactos <20%. B atux cnyuasx auartos OMJT umeer npuopurer Han auartosamu OMI-NOS unn MC.
** Knaceudmkauys 0CHOBAHA HA NPOLIEHTHOM COREPXKAHHM M1EenoBnaCTOB B KNETKAX KOCTHOTO MO3F 1 NepUGbEPHIECKOV KpOBH M HA AYTHX KpUTEpHSX

Mac.

*** Panee sbigensiembi B Knaccumkaumn BO3 2008 octpeiii sputpomuenos s cootsetcramm ¢ Knaccudukaupeit BO3 2017 He cywecrayer.

nemnkos

OMIJ1 — octpbiit MUenouaHbIi

MIC — muenogucnnactuue-
CKMHM CMHOPOM

Dohner H. ef al. Diagnosis and
management of AML in adults:
2017 ELN recommendations from
an international expert panel.

Blood. 2017; 129(4): 424-47.
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Octpsie muenomnaHseie neiikossl (OMJI)

Knaccudukaumns BO3 2017
o OMN ct(8;21)(q22;q22); RUNXI::RUNXITI OcTpbiit MUENOMAHbIA NEMKO3 C MUHMMANbHOM AW depeHLIMPOBKOJ
¢ OMNcinv(16)(p13.1922) unn t(16;16)(p13.1;q22); CBFB:MYHI1 Octpbiit MMENOHaHBIN Neiikos 6e3 co3peBaHms
o ONNct(15;17)(q22;q12); PML::RARA OcTpbiit MMENOMAHBIM NEHKO3 C CO3PEBAHMEM
o OMNct(9;11)(p23.3;923.3); MLLT3::KMT2A OcTpbiit MMETOMOHOLMTAPHBIN NEMKO3
o OMN ct(6;9)(p23;q934); DEK::NUP214 OcTpblit MOHOLMTAPHDIM NEHKO3
o OMIcinv(3)(q21.3926.2) unn t(3;3)(q21.3;926.2); GATAZ2, YncTbii 3pUTPOMAHBIN Neiko3
MECOM OcTpbiit MerakaprobnacTHbIi neikos
*  OMJ (merakapuobnactubiit) c 1(1;22)(p13.3;q13.1); RBM15-MKL1 Ocrpbiit 6a3odunbHbI neliko3
o OMIl1cBCR/ABLT* Ocrpbit nanmuenos ¢ muenodpubposom cuH.: octpsiit Muenopubpos;
o OMJ1 ¢ reHHbiMM MyTaLMSIMM ™ OCTPbIN MUenocknepos)

- OMJ1 ¢ MytpoBanHbim reHom NPMT*
- OMIJ1 c 6uannensHoit myTauuei rewa CEBPA* MuenonaHas capkoma
- OMJ c MytMpoBaHHbiM reHom RUNXT* e P
(cuH.: 3KCTPaMeAynNSPHAS MMENOMAHAS ONYXONb; FPAHYNOLUTAPHAS
OMIJ1 ¢ u3MeHeHMIMM, CBONCTBEHHLIMM MUENOANCANA3NN

CapKOMQ; Xnopoma
Muenounuue Heonnasnun, CBA3AHHbIE C npep,l.uecmylou.q,eﬁ Tepunueﬁ

MuenoupHbie onyxonu, ceqzanHble ¢ cunapomom layHa

|

TpQH3MTOPHbIN GHOMANbHBIH MUENONO33 (CHH.: TPAH3UTOPHOE MUenonpo-

*
H B 2017 r.
oBble rpynnbl, BBeAeHHble B knaccudukauuio BO3 8 2017 r. nudbepamusHoe 3aonesaue)

Swerdlow S.H. et al. WHO classification of tumours of haematopoiefic and lymphoid tissues. Revised 4th Edition. MuenongHbii neiko3s, CBA3AHHbIN C CMHBPOMOM ,D,O)'HO
IARC, Lyon, 2017.
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Octpsie muenounpgtbie neiikossi (OMJI)

Knaccudumkaumna BO3 2022

o OMIc RUNXI::RUNXITI OcTpbiit MMENOUAHBIN NEHKO3 C MUHMMANBHON AU pepeHLUPOBKOI
o OMN c CBFB:MYHII Octpbiit MenonaHbii neiikos bes cospeeanms
e ONIlc PML::RARA OcTpbiit MMENOUAHBIN NEMKO3 C CO3PEBAHUEM
*  OMIJ1 c nepectpoiikon KMT2A OcTpbiit MMENOMOLMTAPHBIA NEMKO3

* OMIJlc DEK:NUP214 Octpbiit MOHOUMTAPHBIM NEeKo3

*  OMIJ1 c nepecrpoitkor MECOM OcTpbiit 3pUTPOMAHDIA NEKO3

* OMIlc RBMI5::MRTFA Octpbiit Merakap1obnacTHbii neikos

* OMIlc BCR:ABLI Ocrpbiit 6azodunbHbIi neiko3

* OMIJ1 c nepecrpoikonn NUP98

e OMI c mytaumeit NPM1

* OMJ], cBa3aHHble ¢ MMenoaucnnasmeit

OMIJ1 ¢ ppyrumm onpepeneHHbIMM reHETUHECKMMM M3MEHE-
HUSIMM

- OMIlc NPMI:MLFI

- OMI1 c KAT6A::CREBBP

- OMIlc MNXI:ETV6

- OMIlc FUS:ERG The 5th edition of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and
- OMN c RUNXIT T3( CBFA2T3) =GLIS2 Histiocytic/Dendritic Neoplasms. Knoury J. et al. Leukemig, 2022.
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Octpsie muenoungtbie neiikossl (OMJ1), ces3aHHbIE € MMENOgUCINa3nEN

LiutoreHetyeckmne u MonekynspHole HapyLIEHMS,
pocraroyHbie Ans anarHoctukn OMJI, cesa3anHbIX ¢ MMenoaucnnasueit

MOIIEKYIIﬂprle wim LlMToreHeTquCKMe HAPYLUEeHUa MYTOI.IMM B reHax
Mpenwecreylowmii LMTOreHeTUYecKMe
Mac QHOMANUM, CBA3AHHbIE * KomnnekcHbi kapuotun (Tpu unu Gonee uameHeHmi)
¢ Muenoaucnnasmen >
A * del(5q) unu noteps (5q) us-3a HecbanancuposarHoi * ASMLT
TPAHCNIOKALMM « BCOR
* -7 unu del(7q) unm noteps (7q) u3-3a . 712
HecbanaHCMpOBAHHOM TPAHCOKALMH
Kputepun ans sepudukaummn panHoro sapmanra OMJI: « del(T1q) o SF3B]
*  220% 6nacToB B KPOBM MU KOCTHOM MO3re 3
¢ ucropus MIC unu MAC/ MN3 nubo * del(12p) unw noteps (12p) u3-3a HecbanancuposaxHoi o SRSF2
*  OAHO WM HECKOMNKO XAPAKTEPHBIX LUTOTEHETUYECKMX UM QELEI . STAG?
MONEKYNSIPHBIX HAPYLLEHUM P ¢ -13 unn del(13q)
McknioueHns us gaHHOro BApUAHTa: .
A P * del(17)p wnm noteps (17p) u3-3a HecbanaxcuposatHoi * V2AF]
* [pepwecTsyiowWwas LUTOTOKCUYECKAS TEPANMS NO NOBOAY AT
ApYroro HoBoOBpa30BaHMS * ZRSR2
* Hanuuue B aHamHese MIMH « idic(X)(q13)
* kputepn OMJ1 c onpepensioWwmMM reHETUYECKUMM
AHOMANMSMM OMIJ1 — octpbie MUenonaHbie neinko3bl
. MJC — MuMenoancnnacTMyeckmuit CUHAPOM
*  KPUTEPMM MUENOUAHBIX HOBOOBPA3OBAHMM, CBA3AHHBIX M3 — muenonponudbepatHeHbie 3a6onesanHs
C FeHeTMHeCKoM NPEAPACnONOXEeHHOCTbIO The 5th edition of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocytic/
Dendritic Neoplasms. Knoury J. et al. Leukemia, 2022.
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Ocrpbie muenoungtbie nenkosbl (OMJ1) ¢ MoHouuTapHOI NuHKeHh A depeHLUpPOBKM

Bapuant OMJ1 6
MoHOBRACT ~ MPOMOHOUMT MOHOLMT

KonnuectBo KneTouHbIx P
ANIEMEHTOB B KOCTHOM MO3reé | MuenoMoHOLMTApPHbIN MoHoumtapHbIit - &
3 ¥

NACTHbIE KNETKM, 520% 520%
B T. Y. NPOMOHOLIUTBI
Cospesatoume 520% 0%
TPAHYNOLMTAPHbIE KNETKM
Moroupsi s e
W MX NPEALLIECTBEHHMKM

UTOXMMUYECKUE
H Muenobnactsi | Monobnactbl MpomoHouuTsl N )
peakuuu -
M1enonepokc1aasa +/- -/+ +/- bnactHele knetku
TR H 4 MpomoHOUMTEI SBASIOTCS BAACTHBIMU KBUBANEHTAMM.
3cTe :'30 (H3) e MHOTAO GKTWBHOCTb | MHOTAQ aKTMBHOCTb MoXeT | [1py OCTPBIX MMENOMAHBIX NEHKO3AX C MOHOLIUTAPHOM

P MOXeT BbiTb HU3KaS BbITb HU3KASA v BLLmit 6 _
nvHuen auddepeHumMpoBku B 0bwmit nopcyet bnact
e HbIX KNETOK, HapsAy ¢ MMenobnactamu M MoHobna-
NONHOE MU YACTUYHOE
+/.
H3 ¢ NaF / HOE MOAGBNEHNE HOAGBTEHHE OKTHEHOCTH CTAMM, HE0H6XOANMMO BKNIOYATb U MPOMOHOLMTHI.
QKTUBHOCTU
+ B b dysHOM, +B b dysHoM,
+ The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours:

LK (FHMKOI'eH) B AM¢¢)’3HOM BUAE ﬂ”¢¢z2':"°;;$iﬂ)’ﬂﬂp- n”¢¢y3H°;;pA§HyMpHOM Myeloid and Histiocytic/Dendritic Neoplasms. Knoury J. et al. Leukemia, 2022.
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Octpsie muenounpHbie neiikoss (OMJI)

OcobeHHOCTM AMArHOCTUKM oTaenbHbiX popm (BO3, 2022 r.)

Anartos OMJ1 ¢ onpepensiowmmu reHeTMHECKMMHU OMIJ1 ¢ ppyrumu onpeaeneHHbIMM reHeTUYECKUMM
aHOMQNUAMM U3MEHEHUAMM

RUNXI1::RUNXITI, CBFB::MYH 11, PML::RARA, nepe-
ctpoitka KMT2A, DEK::NUP214, nepectpoitka MECOM,
RBM 15::MRTFA, nepectpoitka NUP98, mytrauns NPM 1

NPM1::MLF1, KAT6A::CREBBP. MNX1::ETV6, FUS::ERG,
RUNXIT3(CBFA2T3)::GLIS2

MoryT 6biTb yCTaHOBREHBI NPY HaNM4MK MeHee 20% BnacTHbIX KNETOK B KOCTHOM Mo3re U/ unu nepudepuyeckoil kposm!

OcTpbiii 3pUTpPOUAHDIN NEKo3: OcTpblii MerakapuobnacTHblit neikos:

* [peobnapaer sputpomnaHbiit poctok (06bivHo 280% ot Bcex o 220% 6naCTHBIX KNETOK MEraKAPUOLUTAPHON NMHUN anddepeHLy-
SBEPHBIX KNETOK) posku ¢ UDT: MMO-, CD36+; oanH 1AM HECKONBKO FMKONPOTEUHOB

*  230% apurpobnacros+npoHopmobnactoe/ npoaputpobnacros Tpombouutos (CD61+, CD41a+, CD42b+)
ot Bcex 3puTpouaHbix knetok ¢ UPT: MIMO-, CD34-, HLA-DR-, * B pspe cnyuaes y peteit onpepensetca «RAM» denotmn: spkas
CD1N7+/-, CD235a+, CD71+, CD36+ CD56+, CD34+/-, CD117 +/-, CD7-, CD11b-, CD13-, CD36-

*  Moryr onpegenstbcst <5% muenobnactos ¢ abeppaHTHBIM , CD45-, CD38-, HLA-DR-, koTopbli1 BbICOKOACCOLMMPOBAH
deHoTMNOM ¢ xumepHbiM reHom CBFA2T73::GLIS2

* Yacro onpepensetcs MyTauus TP53 u KoMnneKcHbI KapuoTun

The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocyfic/Dendritic Neoplasms. Knoury J. et al. Leukemia, 2022
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[eHetnueckas crpatnéukaums pucka OMJI (ELN 2017)*

Kareropus pucka leHeTnyeckoe namenexne
* 1(8;21)(922;922.1): RUNX1:RUNXITI
E o o inv(16)(p13.1q22) wnm tparcnokaups H16;16)(p13.1;922); CBFB:MYHIT
NAronpuATHLIM pUcK o Myrauw rena NPM 1 6e3 sHyTpenHei TargemHoM Aynaukaunm FLT3-ITD wnm ¢ sHyTpeHHeit TanaemHoiM gynaukauveit FLT3-/TD)

Buannensras myraums CFBPA

o Myraunn rena NPM 1w FLT3-ITDsH)
n S o kv vn rena NPM 1 6e3 FLT3-ITD wnw ¢ FLT3-ITD°* (Be3 HebnaronpusTHbix reHeThueckmx MyTauuii)
POMEXYTOUHBIN PUCK o 19;11)(p21.3;q23.3); MLLT3:KMT2A2
o LiutoreHetuueckue uameHenus, koTopbie He KnaccuduumMpytoTes kak bnaronpusTHbie uiu HebnaronpusTHbie
* 1(6;9)(p23;934.1); DEK:NUP2I4 o KoMnnexchbiii® 1 MOHOCOMHIN KapuoTun’
* Hv;11923.3); peappatxuposxa rena KMI2A o [luuii n reva NPMT w FLT3-(TDNSH)
Heb6naronpusthbii puck * 1(9;22)(q34.1;q11.2); BCR::ABLI o Mytauu rewa RUNX PP
o inv(3)(921.3926.2) unn 1{3;3)(q21.3;926.2); GATAZ, MECOM(EVIT) * Myrauuu rena ASXL PP
¢ -5 um del(5q); -7; =17/ abn(17p) o Myraupw rena 7P53

1 low — Huskoe annenshoe cootHowenue (<0,5); high — Bbicokoe annensHoe cootHowewme (20,5); nonykonuyecteeHHoe onpepenetue cootHowenus anneneit FLT3-/TD (c nomowsio aHanusa
¢parmentos [IHK) onpepensiot kak otHowenme nnowaau nop kpueoit (AUC) « FLT3-1TD», penennoe wa AUC «FLT3 pukoro tuna». OMJT ¢ mytaumeit NPM 1 v FLT3-ITD c Hu3knum annenbHbiM oTHO-
LIeHMEM MOXET UMeTb Heckonbko Gonee 61aronpUsTHbIA NPOrHO3 U He BCEM STUM MALMEHTAM NOKA3AHO BbINONHEHME TPAHCMNAHTALMM QNOFEHHbIX CTBONOBLIX kneTok B nepeoit MPB-HeratusHoit
pemmccu.

Hanuume 1(9;11)(p21.3;923.3) umeet npuoputet nepen APYrUMU PEAKUMU KOHKY PUPYIOLUMMHU HEBIAronpUSTHBIMM My TALMAMM.

Tpy unu Gonee HE3ABMCMMBIX XPOMOCOMHBIX M3MEHEHMS C ORHOBPEMEHHBIM OTCYTCTBMEM TUIIUYHOM TPAHCNOKALMM MAU MHBEPCUU cornacHo knaccumkauumn BO3 (Hanpumep, 1(8;21), inv(16)
wnn 1(16;16), H9; 11), tv; 11)(v;q23.3), (6;9), inv(3) unu t(3;3), OMJT c BCR::ABLI).

4 Onpepensetcs HONWUYMEM eQMHCTBEHHOMN POPMbI MOHOCOMMM (30 McKloYeHMeM noTepn xpomocomsl X unu Y), KoTopas BO3HWUKAET BMECTE C N0 MeHbLUE MEPE OJHON AOMOHUTENbHON OPMOJt
MOHOCOMMM WNK CTPYKTYPHO XPOMOCOMHO# aHomanweit (3a uckniovennem OMJT c 1(8;21)(q22;922.1) unn inv(16)(p13.1922) ).

1 MapKepbl He CliepyeT UCMONb30BATH B KAYECTBE MAPKEPOB HEGNAronpUATHOrO NPOrHO3a, NPM BbISBAEHUM MX Y BONbHBIX M3 rPynMbl 61AroNPUSTHOrO NPOrHO3a.

MyTtaumum TP53 cramuctnyeckm sHauumo accoumnmposatbl ¢ OMJT ¢ KOMMNEKCHBIM M MOHOCOMHBIM KAPUOTHMOM.

Wi

o w;

*Dohner H. et al. Diagnosis and management of AML in adults: 2017 ELN recommendations from an international expert panel. Blood. 2017; 129(4):424-47.
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[eHetnueckas crpatnéukaums pucka OMJT (ELN 2022)*

Kareropusa pucka' leHeTnyeckoe namenexne
* 1(8;21)(q22;422.1): RUNXT:RUNXITI'?
3 - ¢ Wwsepews inv(16)(p13.1q22) unw tparcnokaums H16;16)(p13.1;922); CBFB:MYHII'
ZISICH DHATH B DHCK ¢ Myposantbiii NPM ' 6e3 BHyTpenHei TanaemHoi aynnukauuu FLT3

Myraups 8 6ZIP CCAAT/ 3nxancep-casasisaiowero 6enka ansa | CFBPA)*

Myruposantbi NPMT"* ¢ BHyTpenHeit TanaemHo aynankaumed FLT3-ITD
Dyixuid vn rea NPM T c sHyTpenHed TanaemHoi aynaukaupeit FLT3-ITD (B otcyTcTaue HebnaronpusTHbIX reHeTA4ECKUi QHOMAnHH)
19;11)(p21.3;923.3); MLLT3:KMT24"

LinroreHeTuyeckme 3MeHeHHs, KOTObIE He KNACCUGULMPYIOTCS Kak BnaronpusTHbie Ui HebnaronpusTHbie

1(6;9)(p23;934.1); DEK:NUP214

1(v;1123.3); peappanxmposka rena KMT2A°

1(9;22)(q34.1;q11.2); BCR-ABLI

inv(3)(g21.3926.2) unw 3;3)(q21.3;426.2); GATAZ, MECOM(EVIT)

1(3926.2;v)/ MECOM(EVI1-peapparxuposku

-5 unu del(5q); -7; =17/ abn(17p)

KOMNNIEKCHIZ KAPHOTHN', MOHOCOMHBIM KapHoTHn®

1(8;16)(p11;p13)/ KAT6AKREBBP

Mytuposantbie ASXL, BCOR, EZH2, RUNXT, SF3B1, SRSF2, STAG2, U2AFI, ZRSR2®
Mymposattbii 7P53°

He6naronpustHblit puck

B 3ABMCMMOCTM OT Pe3ynbTaToB M3MepsieMol (MUHMMAnbHO) ocTatouHoM GonesHu.
BhisBneHme AononHUTenbHbIX MyTauuit renos KITu/unmn FLT3 e menseT rpynny pucka.
OMI1 ¢ mytauneit NPM T 1 HeBAGronpHsTHbIMM LIUTOTEHETUHECKMMM QHOMANMSMM OTHOCSTCS K KATEFOpUM HEBNAronpusTHOro pucKa.
Tonbko BHYTPMPAMOUHbIE MyTaLMK, 3aTparMsaiowme obnacts 6a308oi neiuuHoBoi montuu (bZIP) CEBPA, He3aBMCMMO OT TOTO, SBASIOTCS M OHM MOHOGNNENbHBIMM MM BUANNENbHBIMM.
Hanuume H9;11)(p21.3;923.3) umeeT npropmTteT HaA PEAKMMM OBHOBPEMEHHBIMM MyTALMSMM FeHOB HebnaronpusTHOro pucka.
3a McKNIoYEHNEM YaCTYHOTO TaHaemHoro aybnnposanns KMT2A.
CnoxHbIi KAPUOTUN: 23 HECBS3AHHBIX XPOMOCOMHbIX GHOMAMMA NPU OTCYTCTBUM APYTUX MOBTOPSIOLNXCS FEHETUHECKMX QHOMANMIA; MCKAKOYAET TUNEepAMMIIONAHbIE KAPMOTHMbI C TPEMS M Gonee TPUCOMMAMM
(unn nonucommsamu), GescTpykTypHble GHOMANMM.
MoHOoCOMHBIN kapuoTHR: HanKuMe ABYX Unu Bonee pasnu4HbX MOHOCOMMH (Mckniouas noTepio X mnn Y) unu opHa -eAMHCTBEHHAS AYTOCOMHAS MOHOCOMMS B COYETAHWM XOTs Bbl C OHOM CTPYKTYpPHOI XPOMO-
comHoit aHomanmeit (uckn. CBF OMJI).
. B HacTosiwee Bpems 3TM MapKepbl He ClieAyeT MCNonb3oBATH B KAYECTBE MAPKEPOB HEBIAronpMsTHOro NPorHo3a, ecnu olu covetatotes ¢ OMJ1 6naronpustHoro pucka.
10. Myraums TP53 ¢ ppakumeit BapuatTHoro annens He meqee 10%, HesaBMcHMO OT annenbHoro cratyca TP53 (MoHo- unu BuannensHas MyTauus); mytauumn TP53 8 3HauMTenbHONM cTenenu caasansl ¢ OMJ1
C KOMMNEKCHBIM M MOHOCOMHBIM KOPHOTUMOM.

NoUuawN

®

MpomexyTouHbIM puck

rp)’ﬂnbl pucka Cd)OpMMpOBOHbI B OCHOBHOM HQ QHQNKW3€e pe3ysibTAaTOB JIEHEHWUs NMALMEHTOB, MOMYYMBLUUX UHTEHCHMBHYIO TEpPANMIO. I'Iepsouaqanbuoe pacnpepeneHne pUCKOB MOXET U3MEHUTLCA B XOAE NeYeHUs

*Dohner H. et al. Diagnosis and management of AMLin adults: 2022 recommendations from an international expert panel, on behalf of European LeukemiaNet. Blood (2022) 140 (12): 1345-77.
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Octpbie MuenougHbie neikossi (OMJ1)

Kpurepuu apdekrnsroctn repanum (ELN, 2017 r.) (1)

Kareropus

Onpepnenetnue

MonHas peMUCCHa € OTCYTCTBUEM MAHWMANTBHON
0CTaToYHOM boneskm !

MonHas pemucens ¢ OTCyTCTBUEM B NyHKTATE KOCTHOTO Mo3ra obHapyxeHHoro B aeblote OMJ1 reHetnyeckoro
mapkepa (metogom MLP) unu knetok ¢ abeppaHTHBIM MMMYHOGbEHOTHUNOM (METOAOM NPOTOYHOM LUTOMETPUM)

MonHas pemncens

CocTosiHME KPOBETBOPHOI TKAHM, MPY KOTOPOM B MYHKTATE KOCTHOTO MO3ra o6Hapyxusaetcs 5% n meHee
61aCTHBIX KNETOK MPU HOPMATbHOM COOTHOLLEHUM BCEX POCTKOB KPOBETBOPEHMS, OTCYTCTBYIOT BnacTHble Knet-
KM ¢ nanoykamu Ayapa v SKCTPAMEAYNNSPHLIE O4ArK MPU KONMYECTBE HEUTPODUNOB B NepUdEepUIECKOil KPOBM
<1x10°/n, npu konnuectee Tpombouutos <100x10°/n, Nnpu OTCYTCTBUM SKCTPAMEAYNNAPHBIX OYAFOB NEMKEMM~
yeckoro pocta. YKasaHHble NOKA3aTENM AOMKHBI COXPAHSTLCS B cTabunbHOM coctosiHum B Tevenme 1 mecsua

u 6onee. YcTaHOBAMBAETCS NPM OTCYTCTBUM AAHHBIX O cTatyce MOB

Monuas PemMHUCCHa C HEMONHBIM reMaTonoruyeckum
BOCCTOHOBJIEHUEM

MonHas pemucens npu coxpausioweiics Heitponennu (<1 x 10°/n) unn pomboumtonennn (<100 x 10°/n)

Mo AaHHEIM MOPGONOTMYECKOTO MCCEAOBaHHS
CTATYC C OTCYTCTBUEM NPU3HAKOB Neitko3a °

BnactHble kneTku KoctHoro mosra <5%; otcyTcTBme 6nacTHBIX KNETok ¢ nanoukamu Ayapa; oTcyTCTBME 3KCTPA-
MeAynnSPHBIX OYAroB; FEMATONOrMYECKOE BOCCTAHOBNEHME He TpebyeTcs

Yactuunas pemucens *

Bce remaTonornueckme KpMtepmm NONHOM PEMMCCUM; YMEHBLUEHWE KONMYECTBA BNACTHBIX KNETOK KOCTHOTO
mosra ao 5-25%; a Takxe cHuxeHne % BnacTHbIX KNeTok He MeHee Yem Ha 50% oT ncxopHoro sHaueHus

Mepeuunas pedpaktepHas GonesHs’

OTC)’TCTBVIe nonHomn pemMuccnn unm NoIHAsS PeMmnCcns ¢ HenosHbIM remaTosIorM4eCKMM BOCCTAHOBIEHMEM
rnocne AsyX Kypcos MHTEHCUBHOM MHAYKI.IMOHHOFI Tepanuu; NauueHTbl, YMepLUue B COCTOSHUM annasmu
wnu no Heonpenenenuoﬁ npuYnHe, K aTou KaTeropum He oTHocATCA

CMepr B COCTOSHMM Annasuun

* CMepTb NALMEHTA B NEPUOS, MHAYKLMOHHOW Tepanum ('I -2 Kypca);

* CMepTb NAUMEHTA, NPOXMBLUEro nocne oKoH4YaHus Kypca XT 27 pHei, B NepUoA MMENOTOKCMYECKOro arpa-
HYNOLMTO3d M ANA3UM KPOBETBOPHOW TKAHW, MPU OTCYTCTBUM NEPCUCTEHLMMN IENKEMUM, AOKA3AHHOM
NyHKUMEW KOCTHOTO MO3ra

CMepTb no HeonpepeneHHoM NpuuuHe

*  CMepTb NOLMEHTA A0 30BEPLIEHUS TEPANUM;

* cMepTb naumeHTa B nepuop, <7 aHew nocne sasepiuenus XT;

*  CMepTb NALMEHTA, y KOTOPOToO B NepUdEepUYEcKoil KPOBU HE BLISBASIOTCS BNACTHBIE KNETKM, HO NYHKLUS
KOCTHOFO MO3ra He BbINOMHEHA, Yepe3 7 AHeN nocne 3aBepLUeHNs MHAYKLMOHHO Tepanim

Dohner H. et al. Diagnosis and management of AML in adults: 2017 ELN recommendations from an infernational expert panel. Blood. 2017; 129(4):424-47.

d¢dektnHOCTH
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Octpsie muenoungHbie neiikossl (OMJI)

Kpurepuu apdekrnsrHoctn repanum (ELN, 2017 r.) (2)

Kareropus Onpepenenue
OrcyTcTaie NONHOM PEMUCCHM Be3 MUHMMANBHOM OCTATOYHOM BONE3HM, MONHOM PEMMCCHH; HACTUYHOM PEMHCCHM, OTCYT-
Crabunusaups sabonesarms ¢ CTBME NPU3HAKOB N1EIHKO3a MO AAHHbIM MOPONOTMYECKOro MCCNEROBAHUS; NPH OTCYTCTBUM KPUTEPMEB NPOTPECCHPOBAHMS

3abonesanus

Mporpeccuposatue 3abonesarus ”

Yenuuenue konuuecTsa 6racTHbIX KNETOK B KOCTHOM MO3re M (unn) ux aBeonioTHoro KonuyecTaa B KpoBH 1/ unu noseHue
HOBBIX 3KCTPAMEAY/NIAPHbIX 04AroB

[emaronoruyeckuit peuyame Bractsl koctHoro Mosra 25% unu
(nocne nono# pemmcenm) NOBTOpHOE NosBAeHMe 61acTos B Nepudepuueckoi KpoBHU U/ Unu NosBAEHME SKCTPAMERYTNSPHBIX O4ATOB

Peuypye

MonexynspHbiii peumans
(nocne nono# pemmccuu
63 MUHMMONEHOM OCTATOYHOM Boneskm)®

Ipu NpoBeaeHMM MCCIER0BAHNS A0 NEYEHNS M MOHUTOPHHIG MUHMMAIBHOM OCTATOYHOM BONE3HNM METOMOM KONTUYECTBEHHON
MLIP 8 peanbHom BpeMeHM UM MHOTOLBETHOH NPOTOUHOH LUTOMETPUU — BbisBneHe npusHakos MOB

Hbix naboparopusx (LieHTPanbHbIX AMATHOCTUYECKMX NTabopaTopmsix).

[ PN

TMonoXuTenbHbIA pe3ynbTaT TECTA HA MMHMMAIBHYIO pe3uayanbHyto 60ne3Hb MM HEM3BECTHBIN CTATYC MMHMMANBHON Pe3nAyanbHoi BonesHu.

KocTHbli MO3T He BomkeH BbITb IPOCTO «ANNACTUYECKMM»: NOACYETY AOMKHO nopaaeathes He MeHee 200 kneTok B0 HACHILLLEHHOCTb KIETKAMM AOMXHA cocTaBnsTh He MeHee 10%.
OcobeHHo BaxHo B KoHTeKcTe UccnepoBatmit pasel | v passi |,

Cxema neyeHus C NpUMEHEHHEM BbICOKOR03HOTO LuTapabuHa (tabnuua 8, cnpasounmk Esponeiickoit cetu no uayuenmio neiikosos (ELN), 2017 r.), kak npaeuno, cuuraetcs nyuiwmm BapuaHTom
AN NALMEHTOB, KOTOPbIE HE PEarMpytoT Ha nepBbii Kype «7 + 3». BeposTHOCTb OTBETA HA TAKME CXEMbI HUXE NOCNE HEYAAYHOTO NPOBEAEHMS NEPBOFO Kypca.
Mepuop ctabunbHOro TeueHus 3a60NEBAHMS AONKEH COCTABNSTL HE MEHEe 3 MecsLieB.

Ita kaTeropms 6bINA LWIMPOKO NPOKOMMEHTMPOBAHA QBTOPAMM M B OCHOBHOM 3ATPArMBAET NALMEHTOB CTAPLIETO BO3PACTA NPM NPOBEAEHUH HEMHTEHCHBHOM MNM TAPTeTHOM MOHOTepanuu (Gonee
noppobHbie cBepeHMs NpuBeaeHs B NonHOM Nybnukaumu pekomerpauuii Esponeiickoit cet no usyuenmio neiikosos (ELN), 2017 r.).
MeToa UCTLITAHMIA, HyBCTBUTENBHOCTL M MOPOTOBLIE 3HAYEHMS AOMKHBI BbiTb YKA3AHBI B OTYETE. AHANU3bI BONKHBI NPOBOAUTLCA B KBANUPHUUMPOBAHHBIX NABOPATOPMAX (LEHTPANbHBIX AUATHOCTAYE-

ckux nabopatopusx).
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YyBcTBUTENLHOCTD BAPLMPYETCA B 3ABUCMMOCTH OT MAPKEPA M METOAA OHANM3A, NO3TOMY CieflyeT yKA3aTh BUA, TECTA M €r0 YyBCTBMTENHOCTb. AHANM3bI AOSDKHBI NPOBOAUTLCA B KBANMPUUMPOBAH-

Dohner H. et al. Diagnosis and management of AMLin adults: 2017 ELN recommendations from an intemnational expert panel. Blood. 2017; 129(4): 424-47.
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BropuuHsie MuenonaHsie HOBOOBPA30BAHMS

BO3 2022

MuenougHbie HOBOOBPA30BAHMS, 0DYCNOBNEHHBIE LLUTOTOKCHYECKON TepanUeil

Ocrpeiii MuenomgHbii neikos (OMJ)
Muenogucnnactuueckme Hosoobpasosanms (MAC)

Mwuenoaucnnactuueckne/ muenonponudeparuersie Hosoobpasoeanms (MOC/ MIMH)

MuenougHbie HOBOOBPA30BAHMS ¢ reHETHYECKON NPEAPACNONOXEHHOCTbIO

Muenoungsie HOBOOBPA30BAHMS C BPOXAEHHOM
NPeApACcnoNOXeHHOCTbIO 6e3 paHee CyLyecTBOBABLIMX
HapYLWEHNI TPOMBOLIMTOB MM OPraHHOM AMCHYHKLMMU

Octpeii Menonabiit neikos ¢ repmuHanbHon Mytaumeit CEBPA
TepmuHanHbii Bapuant DDX4]1 P/LP
TepmuansHbiit Bapuant P53 P/LP(cungpom JTu — Opaymenn)

MuenounpHble HoBoo6pasoBaHms ¢ reHeTH4eCcKOM
NPEAPACNONOXEHHOCTbIO M PAHEE CyLLECTBOBABLUNMM
HapyLEeHHUIMU TPOMBOLMTOB

BapwakT paseutus repmuansHoi nukun RUNXT P/LP
TepmuHansHas nuuus £TV6 P/LPeapuan (tpombouvTonenms 5)
TepmunanbHas nunus ANKRD26 P/LPeapuant (tpomBoupronens 2)

MuenoungHsie HOBOOBpPA30BAHMS C reHeTHHECKOM
NpeapacnonoXeHHOCTbIO U MOTEHLMANLHONW OPraHHOM
AMcyHKUMEN

TepmuHanbHbii Bapuant GATAZ P/[P
CHHAPOMbI KOCTHOMO3rOBOM HEOCTATOHOCTH:

- Anemmns Pankonu
- Cunppom LWsaxmana — flaitmonpa
- Taxenas BpoXAeHHAs HeHTpONEHHs

Hapywenus 6uonoruu tenomep

RAS-namuu (Heitpodubpomaros 1 na, cuuppom CBL, cuuppom Hywaw unm paccrporictaa, nogo6Hbie cutapoMy
HyHaHa)

Curppom [ayHa

TepmuHansHbiit sapuant SAMDY P/LP(cuuppom MIRAGE)

TepmuansHbiit Bapuant SAMDYL P/LP(cuuppom atakcuu-naHupToneHun, cessanbii ¢ SAMDII)

BuannensHbiv repmuHansHbii Bapuant BLM P/IP (curapom Bryma)

MMeﬂOMAHbIe HOBOOGPGZ’!OBGHMSI, CBA30HHbIE C CMHAPOMOM ﬂd)’Hd

Hapyuwenre Muenonoasa, accounnposatHoe ¢ cukapomom fayHa
Muenoupheii neikos, accouumpoBanHbii ¢ cuapomom flayxa
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MwuenougHsie HOBOOBPA30BAHMS C rEHETUYECKOW NPEAPACNONOXEHHOCTBIO

Hapywenne len Cumntombl /3060neBaHus

CEBPA CEBPA OoMn

DDX4] ¢/ 6e3 uuronenn DDX41 OMN, MAC, XM

14932.reHomHoe gybnuposanne | Brnouas ATG2Bu GSKIP OMI, MIH, XMMJ1

MurmentHas kcepogepma C XPCdelTG Muenomghie Hosoobpazosanus 1 T-OJIJ1 & Bospacte 7-29 ner

ERCC6L2 ERCC6L2 KoctHomosrosas Hepoctatourocts, MAC, OMJ

ANKRD26 ANKRD26 YmepeHHas TpomboLpToneHus € BOSMOXHIM TEMOPPOTHHECKAM CHHAPOMON;
pasmep TpombowwTos B Hopme; Aucmerakapronoas, OMJ1, MAC

ETVé ETVé TpomBoLpTOnEHHS C BOIMOXHBIM FeMOPPArHYECKUM CMHAPOMOM.

Paamep Tpombouutos 8 Hopme. OMJT, MAC

Anemus [laiimonaa — briakdoraa

RPLS, RPLII, RPLIS, RPL23, RPL26, RPL27] RPL3I, RPL3SA,
RPS7, RPS10, RPS17, RPS19, RPS24, RPS26, RPS27, RPS28,
RPS29, TSR2, GATAT

Anemus ¢ peayKupen aputporatoro poctka, OMJ, MIC

BpoxpeHHas HeltponeHus

ELANE, G6PC3, GFII, HAX1

Heitrponenus, OMJT, MAC

11G-4 cunppom 1IG4 KoctHomosrosas HegocTatouHoCTs, MMMGOHAHbIE OMyXomH
MocTosHHAs/ peLMAMBUPYIOLLQS LUTONEHNS U TUNONAA3HS

SAMDS/SAMDAL. cuvapom SAMDY, SAMDYL KM,/ OMIT, MAC

SRP72 SRP72 KoctHomosrosas Hegoctatourocts / MAC
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MuenounpaHble HOBOOBOPA30BAHMS € FEHETUYECKOW NPEAPACTONOXEHHOCTBIO

Hapywenne len CumnToMbl

. KoctHomosrosas Hepoctatourocts; B-/NK-/ CD4-numdouutonenns,
GATA2 pepuupTHBIA CHHAPOM GATAZ L, e
Calsefitioe 3aGoneaake TpamciouTos RUNXI1 Tpombouytonerns u aHomanbHsie dyHkuuu Tpombouptos/ OMI/ MIC

€ COMyTCTBYIOLLEN MUENTOMHON OMYXONbio

Anemus Daxkonu

FANCA, FANCB, FANCC, FANCD1,/BRCAZ2, FANCDZ, FANCE
FANCE FANCG, FANC|, FANCJ/BRIP1/BACH1, FANCL,
FANCM, FANCN,/PALB2, FANCO,/RADSIC, FANCP/ SLX4,
FANQ/ERCC4, FANCR/RADS], FANCS/BRCA1, FANCT/
UBE2T, FANCU/ XRCC2, FANCV,/REV7/MAD2L2

KocrHomosrosas Hegoctatourocts/ OMJ1, MAC

Cunppom Lsaxmana — faimoxaa

SBDS, EFL1, DNAJC21

KoctHomosrosas egoctatourocts/ OMJ1, MAC

CuHApoMbI KOPOTKUX TenoMep

ACD, CTCI, DKCI, NAFI, NHPZ, NOP10, PARN, POTI, RTEL],
TERC, TERT, TINF2, WRAP53, ZCCHC8

KocrHomosrosas egoctatourocts /OMJ1, MAC

Muenounsbie onyxonu acouumposanHsie
¢ cuppomom flayHa

Trisomy 21, GATA]

TpaH3uTOpHBI aHoMansHbI Muenonoas/ OMI, MAC

CuHppom aeduuuta penapaupu

EPCAM, MLHT, MSH2, MSH6, PMS2 OMJT, MIC
KOHCTUTYLIMOHQIIBHOTO HECOOTBETCTBHUS
HacnepcraeHbiit pak Mono4HOM Xenesbl
KOS BRCAI, BRCA2 OMJT, MIC
Curapom Jin — Ppaymenm P53 oM, Mac
RAS-narmm CBL, KRAS, NFI, PTPNI1 OMJT, MIC
S i bR BLM, MBD4, XPC8 OMJ1, MBD4: OMJT ¢ panHwm Hasanom
penapaumm JHK
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Knaceudmkaums mmenongHbix,/ numeomnaHsix HOBoo6pasoBaHMiA

¢ sosuHodunmei (BO3 2022)

B ocHoBe Ho30n0rM4Yecknx GpopMm nexar nepecTpoinkn reHoB, KOAUPYIOLUX TUPO3UHKUHASDI

*  cpeapaHxuposkoi rena PDGFRA

. c peapanxuposkoi rena PDGFRB

. c peapanxuposkoi reHa FGFR1

*  cpeappanxuposkoi rena JAKZ

. C peapaHxu1poBkoif reHa FLT3

*  cHannumeM cnutHoro reHa ETV6::ABL1

*  CHanMuMeM APYrUX cnuTHbixX reHos: ETV6::FGFRZ; ETV6::LYN;
o ETV6::NTRK3; RANBP2::ALK; BCR::RET, FGFR1OP::RET
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[eHbl peLlenTOpOB TMPO3UHKWUHA3: NOKANU3ALMS, BAPUAHTbI NEPECTPOEK,

MeToAbl ANATrHOCTUKU

[eHbI peLenTopoB TMPO3NHKMHA3 | BapuaHTbl XpoMocoMHbIX abeppavyii U CIMTHBIX FEHOB C Y4ACTHEM FEHOB PELLENTOPOB

U uxX nokanusauug TUPO3UHKMHA3
A) Del 4(q12) (He BbisBnseTCS NP CTAHAAPTHOM UTOrEHeTHHECKOM HccnenoBanun) — FIPIL1:PDGFRA
PDGFRA - 4q12 B) Apyrve rensi-naptuepsl PDGFRA npy tpacnokaumsx: BCR(22q11.23), ETV6(12p13), KIF5B(10p11), CDK5RAP2(933),

STRN(2p24), TNKS2(10g23), FOXP1(3p 14)

A) 1(5;12)(q32;p13) — ETV6::PDGFRB
b) Bonee 40 BapuarTos Tpancnokauuit ¢ ysactuem rea PDGFRB

T(8;13)(p11;q12) — ZMYM2::FGFRI, 1(8;9)(p11;933-34) — CEP1IO0:FGFR], 1{6;8)(q27;p11) — FGFRIOP:FGFRI. B uenom onucaro

PDGFRB- 5q31-33

ciienl 14 BapuaHToB TpaHcnokauuii ¢ yactuem rewa FGFRT

JAK2 - 9p24 1(8;9)(p21-22;p24) — PCM1::JAK2, 1(9;22)(p24;q11.2) — BCR:JAK2, 1(9;12)(p24;p13) — ETV6::JAK2
ABLT-9q34 T(9;12)(q34;p13) — £TV6::ABLI

FGFR2-10q26 1(10;12)(q26;p13) — ETV6::FGFR2

LYN-8q12 1(8;12)(q12;p13) — ETV6:LYN

NIRK3 - 15925 1(12;15)(p13;425) — ETV6::NTRK3

ALK -2p23 Inv(2)(p23q13), 1(2;2)(p23;q13) — RANBP2:ALK

RET-10q11 1(10;22)(q11;q11) — BCR:RET, 1{6;10)(q27;q11) — FGFRIOP-RET

MeTopp! AarHocTkn,/ NOATBEPIKAEHNS NEPECTPOEK FEHOB, ONPEAENSIOLNX HO30MOTHIO:
1. Yumepcanbhbiit — FISH Ha Touku paspbiBa reHoB TMpo3MHKMHA3
2. Mpu Hannumm npaiimepos — OT-MLIP ans sbisenenus caukbix renos. Ha 2023 r. 8 PO goctynHa sepudmkaums skenpeceun tpanckpuntos FIPIL1::PDGFRA, ETV6::PDGFRB, ZMYMZ2:FGFR]

3. OFPQHM"IeHO LUMpOKOe NpUMeHeHne — MeToabl CEKBEHMPOBAHMUS

\ \
\ FIT3-13q12 T(12;13)(p13;q12) — ETVG:FLT3, H13; 14)(q12;p32) — TRIPIT:FLT3, ins(13;22) — BCR-FLT3 \
\ \
\ \
\ \
\ \
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Anroputm Bepudukaumm Hosonormueckux Gopm KNoHaIbHbIX HOBOOOPA30BAHMIA

¢ 303UHOGUNNEN

CraHaapTHOE LUTOreHeTUYECKOE UCCIEA0BAHME

Anomanuu kapuotuna He BbisEneHbl/ HET MUTO308/ Apyrue

XpOMOCOMHble abeppauyum
BbiseneHbl abeppauum ¢ BoBneyeHrem

nokycos xpomocom 4q12, 5q31-33, 8p1l,
9p24, 13q12, 9934, 1026, 8q12, 1525,

2p23, 10q11 Uckniountb Hanuume cKpbITbIX NEPECTPOEK reHOB TUPO3NHKMHAS3

OT-NUP ¢ npaiimepom FIPIL1::PDGFRA w/wnn FISH Ha nepectpoiky
rena PDGFRA/ 4q12
FISH Ha nepectpoiiku cootBeTCTBYIOWMX
FEHOB,
OT-NUP* ans nopTeepxaeHms aKcnpeccum:
- ETV6::PDGFRBnpu 1(5;12)(q32;p13)
- ZMYM2:FGFR1 npn 1(8;13)(p11;q12)

* BO3MOXHOCTU AN BbIABNEHUS APYTUX TPAHCKPUNTOB NOKA HE
AOCTYMHbI A/191 LUIWPOKOTO NPUMEHEHUS

Mpu otcytctumn aHomanmii rena PDGFRA ebinonnuts FISH
Ha nepectpoiiky reHa PDGFRB

Mpwu otcytctBumn aHomanuit rena PDGFRB - nocneposarensHo
ouenutb Metopom FISH nepecrpoiiku renos FGFR1, JAK2, v panee,
N0 BO3MOXHOCTU — APYIMX reHOB TMPO3NHKMHA3

OT-MNUP — nonnMepasHas uenHas peakuus ¢ 06paTHOM TPAHCKpUNLMeit
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Octpeble neitkosbl HeonpeaeneHHON TMHEUHOCTH

K 701 rpynne neiikemmit OTHOCATCS TAKME BAPMAHTbI OCTPbIi JIEHKO30B, MPH KOTOPbIX TPYAHO ONPEeAesnMTb NPUHAANEXHOCTb OMYXONEBbIX KNETOK K OfHOM M3 IMHUIA AndpepeHLMpOBKM.

Knaceudukauusa BO3 2022 ropa

Ocrpble neitko3bl HeSICHON IMHEMHOCTH, ONpeAenseMble reHEeTUHECKUMM GHOMANMAMM: Ocrpbie n1e#Ko3bl HesICHOH NMHEIHHOCTH, OonpeAensemble UMMYHOGEHOTUNOM:
¢ Ocrpbift neitko3 cmewwantoro deHotuna ¢ BCR:ABLT ¢ Octpbiif neitko3 cMewwaxHoro dexotuna B/ muenonHeii
¢ Ocrpbiit neiiko3 cmewwatHoro peHoTMna ¢ peaparxmposkoi KMI2A ¢ Octpbiit neitko3 cMewwarHoro dexotuna T/ MrenougHbiit
¢ Octpeii Neiiko3 HesCHOW NMHEHHOCTH C APYTMMM TEHETUHECKMMM M3MEHEHUAMMU: ¢ Octpblit Neiko3 CMelLIAHHOTO GeHOTUNA, PeAKHe BAPMAHTI
- Ocrpbiii neiko3 cmeluanHoro peHotMna ¢ peapatxmposkoit ZNFI84 ¢ OcTpbii Neitko3 HesICHOM MMHEHHOCTH, B3 ROMONTHUTENBHOTO YTOYHEHMS
- Ocrpbiii neiko3 cmeluanHoro deHotuna ¢ peapanxuposkoi BCLITB ¢ Ocrpbiit HepuddepeHLMpoOBaHHIi Neikos

an OCTpbIX NeMKO3aX CMELIAHHOTo d)eHOTMI'ICI 3KCNpeccupyioTCa AHTUreHbl HECKONTbKUX NUHUA: OTAENbHbIE nonynauun BnacTHbIX KNEToK PasHbIX JMHUA UK OfHa nonynsuus BnacTHbix Kne-
TOK, 3KCnpeccupyloLas aHTUreHbl pasHbIX JIMHUIA B OBHUX 1 TEX Xe KNeTkax, uiu KOM6MHCIUM${ 3TUX BO3MOXHbIX BAPUAHTOB.

D,uuruocmuecxue Kputepuu octporo neiiKo3d CMELLAHHOTO ¢eHOTMI10

MMeﬂOMAHGH HANpaBaeHHOCTb

Muenonepokcupasa: MhrencusHocTs drioopectieHLuu Xots Bbi yacti 6nactHbix knetok npesbilaet 50% UHTEHCHBHOCTH 3penbix HEHTPOGHAOB MpH npo-
TOUHOM LMTOMETPUM ik 2 M Bonee MapKepOB MOHOLMTAPHOI AN epeHLIMPOBKM: HecneuydHyeckas 3CTepasa (LUTOXMMHYECKOe HCCTeROBaHHe),
CD11¢, CD14, CD64 ynn nusounm

B-knetounas HANpaBneHHOCTb

Slpkas' skenpeceus CD19 u sapkas’ akenpeccus ogHoro unu 6onee mapkepos: CD10°, cyCD22, unu cyCD79a® unm enabas? axenpeceus CD19
u apkas' akenpeccus 2 unu 6onee mapkepos: CD10°, cyCD22, uam cyCD79a’

T-knetouHas HanpaeneHHOCTb

CD3 (uMronnasmaTnyeckuit UnM NOBEPXHOCTHBII)": MHTEHCUBHOCTS HA YacTH BracTHbix kneTok npesbiwaet 50% uHTeHCHBHOCTH dnoOpeCcLEHLMM
3penbix T-KNEToK U MPOTOHHOM LUTOMETPHM MM MO3UTHBEH NPY MMMYHOLIMTOXMMMUM (C peareHTamu crieuuduyHbMA K nitoboit, kpome CD3 zeta-uenm)

! CD19 nnteHcuBHOCTL rioopecLieHLuM XoTs Bbl Ha YacTu 6nacTHbix knetok npesbiwaet 50% MHTEHCHBHOCTH HOPMAnbHbIX B-KNeTOUHbIX NpeALIecTBEHHHUKOB.
2 CD19 uHTeHCHBHOCT prtoopecLeHLMM x0T Bbl Ha 4aCTH BRACTHBIX KneTok He npesbiaeT 50% UHTEHCMBHOCTM HOPMANbHBIX B-KNeTouHbIX NpeaLecTBeHHMKOB.
3CD10 1 cyCD79a kak Kp1TEpPMM AUATHO3A OCTPOTO NEMKO3A CMELIAHHOTO GEHOTUNA, AKTYAsbHbI TONLKO B TEX Cy4asX, KOrAa T-NMHENHAs HANPABAEHHOCTb HE NPeANONaraeTcs.

4 Antureno k CD3 €-uenu.

Alaggio R., et.al. The 5th edition WHO classification of haematolymphoid Tumour: Lymphoid Neoplasm. Leukemia. 2022.

MWENOWUAHBIE ONMYXOJIEBLIE 3ABONIEBAHUSA CUCTEMbI KPOBU 104




Onyxonu 13 NnasMouMTOMAHbIX AEHAPUTHBIX KNETOK

Mponudepauus 3penbix NNAsMOLUTONAHBIX
pexpputHbix knerok (MAK),
accoLMMPOBAHHAS C MUENOMAHLIMM

2 Onyxonb U3 GNACTHBIX NNA3MOLMUTOMAHBIX
onyxonsamu (OMJ1, XMMJ):

ACHAPUTHBIX KNETOK:

* 22% MK oT HeapUTpOMAHLIX SAPOCOAEPXKALLMX KNETOK * MosutmueHeie Mapkepsl: CD123*, TCF4*, TCL1*, CD303*,
KOCTHOrO MO3ra Mnu nepmd)epmeCKoﬁ KPOBM. CD304*, CD4, CD56

*  Wmmynoderotun NAK: CD123, TCF4, CD2AP, SPIB, CD303,  « HeratueHbie mapkepsi: CD3, CD14, CD19, CD34,
CD304, MX1, TCL1, BosmoxHa akcnpeccns CD34, CD56, Lysozyme, Myeloperoxidase
TdT.

N DT guarHoctuueckue kputepuu:

* Mpn XMMJ1 accoumnmposara MyTaumei, akTUBUpyioLei - akcnpeccus CD123, CD4 u/mnmu CD56 u opHoro
curHanbHbid nyTs RAS u3 mapkepoe NAK (*)

* [pu OMJ accuonnposana ¢ RUNXT mytaumeit m

- aKkcnpeceus nobeix 3-x mapkepoe MNAK (*) u orcytcrane
«HEraTUBHbIX MAPKEPOBY.

The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Myeloid and Histiocytic/Dendritic Neoplasms. Knoury J. et al. Leukemia, 2022.
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[MABA IV

JInmdounaHele Heonnasmm




Conocraenexue KnaccMpmKaumoHHbix cxem B-knetounbix numbonaHsix nponndepaumii/numpom: peaakums

4 vapanuna BO3 2017 r., 5 uspan

BO3 pea. 4 u3n., 2017 r.

BO3 5u3g., 2022r.

e BO3 2022 r., MexayHapoaHblit kKoHceHcyc no knaccudukaumm numbom (ICC 2022)

| IcC, 2022r.

I'IpernyxoneBble U ONyXOJieBbl€ MEJIKOKJIETOUYHbIE B-knetouHbie nponuq:epal.wm

MowoknoHanbHbi# B-kneTouHsii aMmdoLuTos
-XJTJT-Tun (HM3KOE M BHICOKOE KONMYECTBO KNOHANbHbIX B- KneTok)
-He XJ1/1-tun

-atvnuuneii XJ11-mn

MowoknoHanbHbI# B-kneTouHsii AMMdoLmTo3
-HU3KOE KONHYECTBO KNOHAbHBIX B-KkneTok
XN/ N0-tun

-ve XJIT/MT-tmn

MoHoknoHanbHbI# B-knetouHsii amdoLmTos
-XJUT-1n (HM3KOE M BLICOKOE KOMUYECTBO KNOHANbHIX B- KneTok)
-He XJ1J1-mun

-arunuybii XJ1J1-mun

XpoHuueckuit uMoLUTapHSI neitkos/ nuMboLHTapHas nmboma

XpoHuueckuit numboLuTapHsil neitkos/ nuMdoLHTapHas nmboma

XpoHHueckuii numMdouuTapHBIi neiikos/ nuMboLMTapHAs TUMPoMa

B-knetouHbii nponMmMouMTapHbii neikos

I'Iepeueceu B KATEropuio «CeneseHouHble B-kneTounbie ﬂMM¢0MbI M NerKo3bI»

B-KkneTouHbIH NpoAMMPOLMTApPHIN Neiko3

CeneseHouHble B-kneroyHbie num$pomsl U neiko

3bl

ﬂHM¢OM0 cene3eHKU U3 Knetok MOPI’HHOﬂbHOH 30Hb!

ﬂHM¢OM0 cene3eHKU U3 Knetok MOPI’HHOﬂbHOH 30Hb!

JIuMoma ceneseHkm M3 KNETOK MAPTUHANLHOM 30HbI

Bonocaroknetoubiit neiikos

Bonocaroknetoubiit neiikos

BonocaroknerouHbiii neitkos

-Anbdy3sHas MenkoknetouHas B-knetouHas MMM OMa KpACHOH Mybnbi
ceneseHky (npeasapuTensHas Hozonorus);

~BAPHAHTHOS POPMA BOOCATOKNETOYHOTO NEiKO3a (NpepsapuTensHas
Hosonorus).

Cene3eHouHas B-kneTouHas imMpOMa/ nevikos ¢ BBIPAXEHHbIMH STPbILIK -
MM (BKNIOHGET BAPHGHTHYIO OPMY BONOCATOKNETOMHOTO NERKO3a H CyHaM
B-kneTouHoro nponMMgouuTapHoro neikosa)

B-knetouHas numboMa,/ nelikos ceneseHkM, HeKNaCCHOULMPOBAHHAS:
-AnddysHas menkoknetouHas B-knetouHas nuMpoma KpAcHoH mynbnbl
ceneseHky (npepsapuTensHas Hozonorus)

~BAPMAHTHAA OPMA BONIOCATOKNETONHOTO Neifko3a (npegBapuTensHas
Ho3onorus)

Jinmbonnasmouurapras numpoma n igM MGUS

JinmdonnasmoupnTtapHas impoma

Jinmdonnasmouutapras numpoma:
-lgM-numdonnasmountapras numboma/ makpornoBynuHemus BanbaeHcrpema
-He-IgM- numdonnasmouvtapas numoma/ makpornobynuemus Bansaecrpema

Tiumdonnasmouptapras numdoma

JInmpoma U3 KNETOK MAPrUHANILHO 30HbI

SKCTPAHOAANEHAS TMMGOMA M3 KNETOK MAPTMHANBHOM 30HbI TMMGOMA-
HOJ TKQHM, QCCOLMMPOBAHHOM CO CIU3UCTbIMMU 0BoN0uKaMH/ anuTenHeM

(MALT-numpoma)

SKCTPAHOAANBHAS TMMGOMA M3 KNETOK MAPTUHABHOM 30HbI TMMPOMBHON TKAHH,
CCOUMMPOBAHHON CO CAM3HCTEIMU 0Bonoukamu/ anuTenvem (MALT-numdoma)

IKCTPAHOAANLHAS IMMGOMA U3 KNETOK MAPTHHAABHOM 30HEI MMGONE -
HOJA TKQHH, GCCOUUMPOBAHHO CO CAU3UCTLIMM 0BON0YKaMH/ NKTENUeM

(MALT-numoma)

B-knetouHas mMoma/ nefikos ceneseHkH, HEKNACCHOHUMPOBAHHAS:

IepBuyHas KOXHAS TUMBOMA M3 KNETOK MAPTUHANBHOH 30HbI

MepauuHoe koxHoe numdonponudepatusroe 3abonesatie
13 KNETOK MAPTUHANBHOM 30HbI

B[lY — 6e3 BononHMTENbHBIX YTOYHEHMI
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Conocraenexue KnaccMpmKaumoHHbix cxem B-knetounbix numbonaHsix nponndepaumii/numpom: peaakums

4 w3panmns BO3 2017 r., 5 nspanue BO3 2022 r., MexayHapoaHblii koHceHcyc no knaccudpukaumm numeponm (ICC 2022)
(npoponxenme)

HOAOHbHOﬂ HHM¢0M0 U3 KneTok MOpI’MHOﬂbHOﬁ 30Hb!

HOAOHbHOﬂ HHM¢0M0 U3 KneTok MOpI’MHOﬂbHOﬁ 30Hb!

HOAOanUSI nth)OMU M3 KNeToK MOpI’MHOanOH 30HbI

learaTpuyeckas IMMGOMA U3 KNETOK MAPTMHANBHON 30HEI
(npensapwrensHas Hozonorus)

ﬂenumpmecxaa numd)oma U3 KNeToK MGPI’MHGHbHOﬁ 30HbI

Meamatpuyeckas nMMGOMA M3 KNETOK MAPTUHANEHOM 30HbI
(npensaputensas Hozonorus)

DonnukynsapHas numdpoma

DonnmukynspHas tumpoma:

DonnukynspHas tumpoma:

DonnukynspHas nMdoma:

-in sifu GOANMKYNSPHAS HeONNa3MS;
-onnukynapHas MMMGOMA iyOREHANBHOTO THNa

-in ity GonnMKynSpHAS HeoNNa3us;
-onnukynapHas MMMGOMA yOREHANBHOTO THNA

-in sifu GonnMKynApHas Heonnasms
-$ONnUKy SpHAs NMMBOMA fiyOREHANBHOO TMN

Donnukynspras numdoma, ArddysHbii BapHaHT
(We cumtaetcs oTaensHol Hosonormei)

DonnukynspHas nMMGOMA NPENMYLIECTBEHHO C AMddy3HbIM POCTOM
(He cumtaetcs oTaensHol Hosonormei)

BCL2-R-neratneras-CD23-nosutmsHas nmdoma
13 $ORNUKYNSPHOTO LieHTPa (NpeRBApHTENLHAS Ho30NOMs)

I'Iepauquoﬁ KOXHas nhM¢OMO u3 ¢OJ1HHK)’MPHOFO LeHTpa

I'Iepauquoﬁ KOXHas nhM¢OMO u3 4)0J1!1HK)’MIPHOFO LeHTpa

MepBuyHAs KOXHAS TMMPOMA M3 ONIMKYNSPHOTO LiEHTPA

DonnukynspHas IMMGOMA NeAUaTpUyeckoro Tuna

DonnukynspHas IMMGOMA NeAaTpUyeckoro Tuna

DonnukynspHas IMMGOMA NeAUATPHYECKOTO THIA

Donnukynspras nmboma suuka

DonnukynspHas Mdoma sudKa

Jlumpoma ns KkneTok MaHTum

In situ MOHTUMHOKNETONHAS HEONNA3HS

In situ MOHTUMHOKNETONHAS HEONNA3HS

In sify MOHTUMHOKNETOUHAS HEONNA3US

JIumdpoma 13 Knetok MaHTUK

JIumpoma 13 Knetok MaHTUK

Jinmdoma 3 kneTok MaHTHM

Jleiikemuueckas HEHORLANLHAA IUMBOMA U3 KNETOK MAHTHM

Jleiikemuueckas HEHORANBHAR IUMBOMA U3 KNETOK MAHTHM

JlefikeMuyeckas HEHORANbHAS NMMPOMA U3 KIETOK MAHTUM

TpaHcpopmaummn nHaoneHTHbIX B-kneToyHbix numpom

‘ TpaHchopmaumy HHRoNeHTHbIX B-knetouHbix nuMdom

B-kpynHokneTouHbie num¢pombl

Iinddysnas B-kpynHoknetounas numdoma, BIY

Iinddysnas B-kpynHoknetouHas numdoma, BIY

Nnddy3Has B-kpynHoknetouHas nmmdoma, Y

Bepkurro-nogo6Has numdoma c abbepauper 11q (npeasaputenthas

Ho3onorus)

B-KkneTouHas IMMPOMA BLICOKOH CTeneHM 3nokayectaerHocTi ¢ abbepauneit 11q

B-kpynHoknetouHas numpoma ¢ abbepaupeii 11q (npepsaputenshas)

B-kpynHokneTouHas iumMboma ¢ peaparxmuposkoi /RF4
(npesBaputensHas Hozonorus)

B-kpynHoknetouHas nMmpoma ¢ peapanxuposkoit /RF4

B-kpynHokneTouHas amMdoMa ¢ peaparxuposkoi /RF4

B/1Y — 6e3 AononHMTENbHBIX yTOHHEHMH

‘ npogonxerue Ha crp. 109
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ConocrasneHune KNaccuPUKALMOHHBIX CXeM B-knetouHsix numbounaHeix nponudepaumnin/aumepom: peaakums

4 wzpanus BO3 2017 r., 5 uspanue BO3 2022 r., MexayHapoaHblit koHceHcyc no knaccudukaumm numbom (ICC 2022)

(npoponxeHme)

HomynspHas numdoma XopxkuHa ¢ nmmbonaHbIM npeobnaganuem
(He ucnonbayetes B AaHHOM KaTeropuw, cM. iMdoma XomxkkuHa)

HomynspHas numdoma XopxkuHa ¢ nmmbonaHbIM npeobnaganuem
(He ucnonbayetes B AaHHOM KaTeropuw, cM. iMdoma XomxkkuHa)

Hogynsptas B-knetounas numdoma ¢ imdomabim npeobraganuem

B-kpynHoknetouas numpoma, Goratas T-kneTkamu 1 rcTHOUMTAMN

B-kpynHoknetouHas numoma, Boratas T-kneTkamu 1 rcTHoLUTaMA

MepsuyHas B-kpynHOKNETOYHAS MUMBOMA HMMYHONPUBMAGTUPOBAHHLIX OPFaHOB

B-kpynHoknetouHas nMMoma, Boratas T-kneTKamM 1 rucTHOLMTaMHA

Mepauynas auddyanas B-kpynHoknerouras ammpoma LIHC

Mepauynas auddyanas B-kpynHoknerouras ammpoma LIHC

Mepeuunas puddysnas B-kpynHoknetounas aumdpoma LIHC

Mepanynas auddyanas B-kpynHoknetouHas mmpoma suuka

Mepsuunas auddysHas B-kpynHoknetouxas aumpoma sudka

-OMMCaHa B NepeuyHOi Anddy3aHoi B-kpynHoknerouroit aumdpome LIHC

MepauyHas BuTpeopetmHansHas B-kpynHoknerouxas ammpoma

Bkniouena B nepaudHyio auddysHyio B-kpynHoknetouryio numpomy

LHC

MepeuuHas koxHas AudysHas B-kpynHoknetouxas numpoma, leg type

MepeuuHas koxHas AudysHas B-kpynHoknetouxas numpoma, leg type

Mepsuuras koxHas audPysHas B-kpynHoknetouras umdonma, leg type

BHyTpucocyamcras B-kpynHokneTouHas numpoma

BHyTpucocyamcras B-kpynHokneTouHas numpoma

BHyTpucocyamcras B-kpynHoknetouHas numdoma

KpynHoknerounas B-knetouas numMdoMa, accouumpoBarHas ¢ neperpyskoi
XHBKOCTbIO (HOBAS HO30MOTHs)

HHV8- 1 EBV-eratusras nepsuunas seinoTHas B-kpynHoknetouas
numdoma (npersapwTensHas Hosonorvs)

EBV-nosumueHas mykokyTanHas 5380 (npepBapuTensas Hozonoms)

EBV-nosutuBHas MyKoKyTaHHas 9380 (He MCMONb3yeTcs B AQHHOW KATEropHy,
M. Jumdompneie nponudepaliuy 1 MMMbOMbI, ACCOLMMPOBAHHIE C UMMyHOREDH-
MTOM 1 AU3PETYNALMEN UMMYHHOM CHCTEMBI)

EBV-noautveHas MyKkokyTaHHas 5380 (BbigeNeHa B OTAENbHYIO
HO3010MI0)

EBV-nosutuHas auddysas B-kpynHoknetouras numdpoma, BAY

EBV-nosutueHas auddysHas B-kpynHoknetouras numpoma

EBV-nosuueHas auddysHas B-kpynHoknetounas nmmpoma, BILY

TinddysHas B-kpynHoknetouHas NMMGOMA, ACCOLMMPOBAHHAS C XPOHM-
YECKUM BOCTINEHHEM

Tnddysnas B-kpynHoknetouHas nMMGOMA, ACCOLMMPOBAHHAS C XPOHUYECKUM
BoCnaneHem

QnddysHas B-kpynHoknetouHas MMMOMa, ACCOLMMPOBAHHAS
C XPOHMYECKMM BOCTIONEHHMEM

®ubput-accouumposatas audysHas B-kpynHoknerouras numpoma
(nogmun [IBKKJT, accoupnposanHoii ¢ xpoHuyeckum BocnaneHuem

DuBpuH-accoupumnposarHas kpynHoknetouras B-knetouas numdoma (Hosas
Ho3onoms)

DubpuH-accouunpoarHas kpynHoknetouxas B-knetounas numpoma
(nogmvn [BKKJ, accouunposarHoii ¢ xpoHuyeckum Bocnanexmem)

JinmdomaromaHeii rpaxynemaros

JinmdomaromaHbii rpaxynemaros

JiumomaTomaHbIA rpaHynemaros

Onmcata 8 kateropuu: JlumdomaHsle npoaMdepauuu 1 MMM oMb, ACCOLUNPOBAH-
HblE C MMYHOREDHLMTOM M IU3PETySLMEN MMMYHHOM CHCTEMI

EBV-nosuusHoe nonumopdHoknetouHoe B-knetouHoe
numbonponudeparusroe sabonesatue (npegsapurenshas)

ALK-noauueras aHannactuyeckas B-kpynHoknetouHas mumdpoma

ALK-noauueras aHannactuyeckas B-kpynHoknetounas mumpoma

ALK-nosumveras aHannactuyeckas B-kpynHoknetouHas aumdoma

BIIY — 6e3 pononHuTensHbix yTouHeHui; leg type — tin «HMxXHUX KoHeuHocTel»; EBV — Bupyc Snwreitha—bapp; HHV8 — repnecsupyc yenoseka 8-ro tna

NUMOOUAHBIE HEONJTA3UU
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Conocraenexune KnaccMpmKaLumoHHbIX cxem B-knetouHbix numbonaHsix nponndepaumii/numpom: peaakums

4 vzpannsa BO3 2017 r., 5 uspanmne BO3 2022 r., MexayHapoaHsIn KoHceHcyc no knaccubukaumm numeonm (ICC 2022)

(oxoHuaHMe)

MnasmobnactHas aumpoma

MnasmobnactHas aumpoma

Mnasmobnactras nmdoma

B-knetouHas nMMd)OMG BbICOKOM CTEMEHM 3NOKAYECTBEHHOCTH, C peapax-

xuposkoit MYC, BCL2 1/ unu BCLG

Db dysHas B-kpynHoknetouHas numpoma,/ B-knetouHas ammoma ebicokoi
CTeneHy 3M0KaYecTBeHHOCTH, ¢ peapakxuposkoi MYCu BCL2

B-kneTouHas MMMBOMA BLICOKOH CTENEHM 3NOKAYECTBEHHOCTH,
¢ peapanxuposkoi MYCu BCL2

B-KneTouHas IMMGOMA BLICOKOH CTEMEHU 3MOKAYECTBEHHOCTH,
¢ peaparxuposkoit MYCu BCL6 (npepsaputensas Hozonorus)

B-knetouHas nMdoma BICOKOH CTeneHy 3nokayectsenHoctH, BAY

B-knetouHas nmdoma BLICOKOH CTeneHy 3nokayectsenHoctH, BAY

B-kneTouHas nmmdoMa BLICOKOH CTeneHm 3nokayectBeHHocTH, BAY

I'Iepamuoﬁ MeauacTMHanbHas B-Kp)’l‘lHOKﬂeTO‘IHUﬂ J1I1M4)OM0

I'Iepamuoﬁ MeauacTMHanbHas B-Kp)’l‘lHOKﬂeTO‘IHUﬂ J1I1M4)OM0

MepsuuHas MeaMacTuHansHas B-kpynHoknetouxas numpoma

B-knetouHas nMMdOMa, HEKNACCHOHUMPOBAHHAS, 3aHUMAIOLLOS
NPOMEXYTOYHOE NONOXeHue MeXAy AndyaHoit B-kpynHoknetouHo#
NMMGOMON M Knaccuyeckoi IMMpomon XomkkuHa

MepuactiransHas auMpoma «cepoit 3oHsI»

MenvactuansHas numdoma «cepoi 3oHs!

KSHV /HHV8-accouumnposanHbie B-knetouHbie numdounaHsie nponudbepaumm n nammeombi

Mynbmuuentpuyeckuit Bapuant Gonesku Kacrnemana

KSHV / HHV8-accounposanHsiii MynsTHueHTpuueckui sapuanT 6onesnu Kacr-
NeMaHa (He Ucnonb3yeTcs B AAHHOM KATEropUH, M. MM OHAHbIE NponudepaLmy
U MMM OMBI, ACCOLMMPOBAHHBIE C MMMYHOREDHULMTOM M AU3PETYNALMEH UMMYHHOM
cHcTEMBI)

HHV8-noswmueHoe repmuHoTponHoe aumbonponudeparusroe
3abonesanue

KSHV /HHV8-nosutweHoe repmuroTponHoe mmdonponnpepatueHoe
3aBonesanue

HHV8-nosumeHoe repmuHoTponHoe aMmdonponudepatueHoe
3abonesatme

HHV8-noswrueHas auddysHas B-kpynHoknerouas ammpoma

KSHY /HHV8-nosumuenas andysHas B-kpynHoknerounas ammoma

KSHV /HHV8-nosumsras anddysHas B-kpynHoknetouras nmboma

MepsuyHas numdoma ceposHbix nosoctei

MepsuyHas numdoma ceposHbix nonocteit

MepauyHas nmdoma cepoHbiX nonocTei

Jlnmdoma bepkurra

Jlnmdoma bepkurta

Jumdoma bepkutra (pekomeraauus sbigensts EBV-noautusHbie u EBV-HeratvsHbie
cnyan)

Tumdoma bepkurra

BY — 6e3 nononnutensHbix yTounenmit; JIJ1 — numdoumtapHas numdoma; leg type — T «HUXHMX KoHeuHocTel»; EBY — Bupyc dnwreiiva —bapp; HHV8 — repneceupyc yenoeeka 8-ro tvna;
KSHV/HHV8 — repnecempyc yenoeeka 8-ro Tna, accouumpoBanHbii ¢ capkomoii Kanowm

Mynetuuentpuueckwit Bapant Gonesnu Kactnemata

NUMOOUAHBIE HEONJTA3UU 110



3penbie B-knetouHsie numdpombl

UmmyHodenotunuuecknin (UPT) npoduns

CD5 CD10 CD1lc CD20 CD23 CD25 CD30 CD43 MYC CD103 BCL1 BCL2 BCL6
B-XJU1/JIMN + - +/- +(dim) +/pepko - -/+ - + - + -
JIK3M + -/penko + + -/penko + - - + - + + -
B-nan +/- - +/- + +/- - - +/- - - + -
on -/penko + | +/pepxo - + +/- - -/penko + - - +/pepko - +
IOBKKN -/penko + -/+ -/+ +/pepko - -/+ -/+ -/+ -/+ +/- -/penko + - +/- +/-
113 - + + - - - +/penxo - + - - -/ penxo + +
:'c'g" numoma . A + 4 . +f- +f- . . e o
JIM3 - - +/- + - -/+ - -/+ -/penko + - + -
nnn/ms - - -/+ + - - - -/+ - - + -
BKJ - -/penko + + (bright) + - + - + -/penko + + -
MM - - -/+ (bright) -/+ - [+ + +/- - -/+ +/- -

B-XJ1J1/NIMJT — B-kneTouHbiii XpoHuueckuit nMmdoneitkos,/ iMMpoma 3 Manbix IMMOLUTOB

JIK3M — anmdoma U3 KneTok 30HbI MAHTMM

B-MJ1JT — B-kneTouHblit nponmMmeouuTapHbli neikos
DJ1 — ponnmnkynspHas numpoma
OBKKIT — audpdysnas B-kpynHoknertounas B-knetounas ammdoma
J1b — numdoma bepkurra
B-kn. numpoma BC3 — B-knetounas numdoma Bbicokoi crenenm anokavecteenHoctu (High grade)
JIM3 — n1MdoMa MAPrMHANLHOMN 30HbI

NN/ MB — numdbonnasmoumtapras numboma/ makpornobynmuHemus Bansaerctpema

BKJ1— BonocaroknetouHblit neikos
MM — MHoXecTBeHHAs M1enoma

F

y

B-kneTouHbie numdombl

—
Y

C Co cneunduueckum UOT ) C bes cneunduueckoro UPT )

B-XJ1J1/ numdoma us mansix numdouutos  °
.

JIumpoma 13 KNeTok 30HbI MaHTUM
PonnnkynspHas numdoma

Jleiikos/ numdoma bepkutra
BonocaroknetouHbliit neitkos

Gorczyca W. Flow cytometry in neoplastic hematology: morphologic-immunophenotypic correlation. Third edition. Taylor & Francis Group, 2017.
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Jlumpoma MapruHanbHoM 30HbI

Jumdonnazmouptapras numboma/
MakpornobynuHemms BanbaeHcTpéma
Yacrb cnyyaes [BKKI1
Yacrs cnyyaes B-MJ1J1
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OndysHas B-kpynHoknetouHas numboma (JBKKI)

Cuctemsl crapupoBanus

Cuctema crapupoeanus (HopanbHas/akctpanopansHas) no Ann Arbor (nepecmotp 2014 r., B.D. Cheson)

Cragus | Mopaxerue 0AHOI MMMBATUYECKOI 30HBI MMM NOKAbHOE MOPAXEHHE OAHOTO SKCTpanMMaTuueckoro oprana au Tkaw (1E)
Mopaxetie 2 unu Gonee TUMBATUHECKMX 30H MO OAHY CTOPOHY AMAGPATrMbI
Cragnsa Il | JlokanusosakHoe B npefenax 1 aKCTpanMMdATUHECKOTO OPraHA WM TKAHM U €70 PETUOHAPHBIX TMMBATHYECKMX Y3MOB C NOPAXEHUEM Uik Be3 NopaxeHus Apyrix
numMaTyeckux obnactei no Ty xe cropony anadparmsi (IE)
MopaxeHue nMMpaTHYECKUX Y3NOB UK CTPYKTYp MO 0be CTOPOHbI Anadparmbl
Cragus lll | NokanusosakHoe B npefenax 1 cermeHta nopaxerue 1 SKCTPAnMMGATHYECKOro OPrAHA MM TKAHM M €T PETMOHAPHBIX AMMPATUHECKUX Y3NIOB C MOPAXEHHEM APYTUX
numbatuyeckux obnactei no obe croporsl guadparme (I11E), unm ¢ nopaxennem cenesenkn (I11S) unu c nopaxermen toro u gpyroro (IIIE+S)
InccemutmpoBanHoe (MHorodokycHoe) nopaxenne 1 M Heckonbkux SKCTPANUMPATHYECKHUX OPFHOB B COYETAHUH C MOPAXEHHeEM Uik Be3 NopaxeHHs MM aTAEcKUX
y3nos
Crapua IV
U3onmpoBanHoe nopaxeHme SKCTPAMMMGATUHECKOTO OPFaHA C MOPAXEHHEM OTAANEHHbIX TUMPATUYECKHX Y3IIOB
MopaxeHwe neyem 1,/ unn KocTHOro Mo3ra
Cucrema cTaampoBaHmus Ans nepBUYHON NMMPOMDI KOCTEi
Crapus | E | EnvHmMuHbIf M301MpOBaHHIK 04ar nopaxeHus 6e3 BoBNeYeHMs PErMOHANbHbIX TMMMATAYECKHX Y3N0B
Crapus I E | EgMHMuHBIA M301MPOBAHHIM 04Ar MOPAXEHMS C BOBNEHEHUEM PETHOHANbHBIX TUMPATHYECKHMX Y3108
Cragms IV E | MuoxecraexHoe nopaxenue B npeaenax 1 KOCTU MM HECKOMbKUX KocTeH 6e3 BOBNEHEHMs TUMBATUYECKUX Y3M0B MM APYTUX SKCTPAHORANbHbIX OPFaHOB

Bruce D. Cheson Recommendations for Initial Evaluation, Staging, and Response Assessment of Hodgkin and Non-Hodgkin Lymphoma: The Lugano Classification. / Clin Oncol. 2014.
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OndysHas B-kpynHoknetouHas numboma (JBKKIT)

lporHocTnyeckune MHAEKCHI M FPYNNbI pUCKa

IPI' aa-IPI2 NCCN IPE
Bospacr: 40-60 1
Bospacr > 60 ner - 60-75 2
>75 3
Cragus no Ann-Arbor* > Il Crapms no Ann-Arbor > Il Craaus no Ann-Arbor > | 1
nar:1-3N 1
JIAT > Hopmbl NAT > Hopmbi 3N 2
ECOG >1 ECOG >1 ECOG >1 1
1

IKCTPaHOAANbHbIE MOPAXEHUS >

IKCTPaHORANbHbIE NOPaXeHHs >1

\

y

[pynna pucka Yucno ¢pakropos Ipynna pucka Yucno dpakropos lpynna pucka Yucno ¢pakropos
Hu3kas 0-1 Huskas 0 Huakas 0-1
MpomexyTouHas Hu3kas | 2 MpoMexyTouHas HU3Kas 1 MpomexyTouHas Hu3Kkas 2-3
MpomexyTouHas Bbicokas | 3 MpomexyTouHas BbicoKas 2 MpomexyTouHas Bhicokas 4-5
Beicokas 4,5 Beicokas 3 Bbicokas 6-8

IPI' — MexpyHapogHbIf nporHocTMyeckmit uHaekc; aa-IPI> — BospacT-accoumnmporanHbii MexayHapoaHsii nporHoctuyeckmit uipekc; NCCN P —

MexayHapopHbIl nporHocTMYECcKMit MHAEKC HOLMOHANBHOM OHKONorn4Yeckoi cetu; Ann-Arbor* — MexayHapogHas cuctema cragmpoeanms numbom; JIAT —
naktaraernaporerasa; ECOG — LLikana ouenku obwero coctosiius bonsHoro (Eastern Cooperative Oncology Group)

1. Shipp M. et al. A predictive model for aggressive non-Hodgkin's lymphoma. The International Non-Hodgkin's Lymphoma Prognostic Factors Project. N £nglJ Med. 1993; 329, 987-94.
2. Sehn L H. et al. The revised International Prognostic Index (R-IPI) is a better predictor of outcome than the standard IPI for patients with DLBCL. Blood. 2007; 109(5): 1857-61.
3. Zheng Zhou et al. An enhanced Intenational Prognostic Index (NCCN-IPI) for patients with diffuse large B-cell lymphoma treated in the rituximab era Blood. 2014 Feb 6; 123 (6): 837-42.

4. Cheson B.D. et al . Report of an International Workshop to standardized response criteria for non-Hodgkin's lymphomas. ./ Clin Oncol. 1999; 17(4): 1244-53.

5. Oken M. et al . Toxicity and response criteria of the Eastern Cooperative Oncology Group. Am J Clin Oncol. 1982 Dec; 5(6): 649-55.
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OndysHas B-kpynHoknetouHas numboma (BKKIT)

MonekynspHbie nogtunsl AABKKIJ1

Moprunei Mpoucxoxpenue CaMmble yacTble reHeTHYecKUe NonoMkKu | XapakTepucTuka

GCB u3 B-numdouuros BCL2, CREBBP EZH2, B2M, TNFRSFI4, Mporko3s 6naronpusTHbiK,
rePMUHANBHOTO LIEHTPa MEF2B, KMT2D,MYC, HGAL 3-netHss OB okono 70%
BT T Beicokuit puck passutms

ABC F e T CD79B, PIMI, PRDMI, IRF4, KMT2D, PELMAMBA HA CTAHAAPTHOM

HOro MPOUCXOXAEHNA

EP300, MYDSS

UMMYHOXHUMMOTEPANHUH,
3-netnss OB okono 35%

GCB (germinal centre B-like DLBCL) —
B-n1MmdouuTs repMMHANBHOTO LieHTPA

ABC (activated B-like DLBCL) — akT1BMpoBaHHbIe
noctrepmuHanbHele B-numdouuel

OB — o6uas BbIXHUBAEMOCTD

NUMOOUAHBIE HEONJTA3UU 14

Ash A. Alizadeh, et al. Disfinct types of diffuse large B-cell lymphoma identified by gene expression profiling. Nature. 2000, 3 February; 403.
Rosenwald A. et al. The use of molecular profiling to predict survival after chemotherapy for diffuse large-B-cell lymphoma. A EnglJ Med. 2002

Jun 20; 346(25): 1937-47.




OndysHas B-kpynHoknetouHas numboma (ABKKIT)

MyraumoHHsiin npoduns (G.W. Wright 2020)

Moarunbi Yacrora ebisenenns | OcHOBHblE reHeTHYeckue abeppauum MporHos

MCD 14% MYD88, CD798B, PIM1, ETV6, CDKN2A HeBnaronpuaTHbIA
BN2 16% BCL6-R, NOTCH2, BCL10, TNFAIP3 MPOMEXY TOMHbIH
N1 5% NOTCHI, ID3, IRF4 HebnaronpuaTHbIA
EZB 14% BCL2-R, EZH2, CREBBP. KMT2D, TNFRSFI4 6naronpusTHbIA
ST2 6% TET2, SGK1, BRAE STAT3 6naronpusTHeIA
A53 8% TP53 HeBnaronpusTHbI
He onpepeneH 37% HEeM3BECTHO

George W Wright, et al. A Probabilistic Classification Tool for Genetic Subtypes of Diffuse Large B Cell Lymphoma with Therapeutic Implications. Cancer Cell. 2020 Apr 13;37(4):551-68.¢14.
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OnddysHas B-kpynHoknetouHas numboma (ABKKIT)

Kpurepuu oteeta Ha Tepanuio

Hakonnexme B KOCTHOM MO3Te He HUXe MCXOBHOTO YPOBHS, €CIM UCXORHO Bbino nopaxeHue ) , y
1. Shah H. J. et al. Diffuse Large B-Cell Lymphoma in the Era of Precision Oncology:

How Imaging Is Helpful. Korean J Radlio/ 2017; 18(1): 54-70.

SUV cocrasnser 4-5 6annos no wkane Deauville, seie ucxogHoro yposks 2. Barrington S.F. et al. Role of Imaging in the Staging and Response Assessment of
Lymphoma: Consensus of the International Conference on Malignant Lymphomas
lMosiBneHwe HOBbIX 0BNACTEN UM 0YATOB NATONOTUYECKOTO HAKOMAEHHUS Imaging Working Group. . Clin. Oncol. 2014; 32: 3048-58.
Mporpeccys 3. lee J. W. et al. The prognostic value of PET/CT evaluation with Deauville score on

the recurrence and survival in diffuse large B-cell lymphoma: a multi-institufional study
of KROG 17-02 Clinical & Experimental Metastasis, 2019.

Hosle 0bnacti natonoruyeckoro HakonneHus

M3T/KT kputepum oLeHKM OTBETA HO TEPANMIO LLkana eusyansHoii ouexku Deauville
Kpurepum oteera 5-6annbHas wkana Deavville (DS)
SUV (crangapmianposanHbif yposewb 3axeata) coctaenset <3 6annos no wkane Deauville 1 Her HakonneHus ‘
MonHas pemucens Her HoBbix 04aroB nopaxexus 2 Hakonnenue <yem B cpepocTeuu ‘
Het np1aHakoB NATONOrUYECKOrO HAKOMEHHS B KOCTHOM MO3re 3 Hakonnenue >4eM B CPEAOCTEHUM, HO <HEM B NEYEHNU ‘
SUV cocraenser 4-5 6annos no wkane Deauville, Ho Huxe ucxopHoro yposs 4 | Hakonnenue >uem B neyenu ‘
Hacrmuas pemncens | Her Hoseix 04aros NopaXeHus 5 HakonneHue >>4eM B neveHu, nosBneHue HOBIX 04ArOB ‘
PeaupyansHoe HakonneHwe B KOCTHOM MO3re, eCl UCXOAHO Bbino nopaxetie 5-netHaa bINB 5-netnsis OB ‘
SUV cocragnser 4-5 6annos no wkane Deauville, He Huxe ucxoproro yposHs DS1-3 86,6% 86,9% ‘
Crabunmaaups Her HoBbix 04aros nopaxenus DS 4-5 66,8% 62,2% ‘
\
\
\
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MepeuyHas auddysHas B-kpynHoknetounas numepoma LHC

Cuctema MeXXAYHAPOAHOI NCCNEAO0BATENLCKOM IPYNMb IKCTPAHOAANBHBIX IMMGOM

Kpurepun bnaronpusatHeie gakropbl HebnaronpustHbie pakTops
Bospacr <60 ner 260 ner

Obujee cocrostme no wkane ECOG 0-1 >

AKTMBHOCT CbIBOPOTOYHOH NAKTATACTUAPOTEHA3bI B npenenax pedepeHcHbix 3Ha4EHMH Mosbiwea

Konuentpauus 6enka 8 CMX B npenenax pedepeHcHbix 3Ha4EHHH MoBbiweHa

Boeneyenue rmyBokwx CTpyKTyp FONOBHOTO MO3Ta Her Ecrb

Cymma HebnaronpmsTHbIX GaKTOpOB:
0-1 daktop — Hu3kmit puck (2-net. OB — 80%)

2-3 dakTtopa — npomexyTouHbii puck (2-netr. OB — 48%)

4-5 dpakropos — Bbicokui puck (2-netr. OB — 15%)

Ferreri A.J., Journal of Clinical Oncology, 2003.

Mporxoctuueckas mogens ana NABKKI - LHC (Memorial Sloan-Kettering Cancer Center)

Kpurepun Knaccl Knaccll Knacc lll
Boapacr (ner) <50 250 250
Obuwee coctosHme no wkane Kaposckoro (%) 270 <70
Menuara OB (net) 8,5 3,2 1,1

OB — obuwas BeXMBAEMOCTb
LHC — uentpanbHas HepeHas cucTema

CMX — cnmMHHOMO3roBas XMAKOCTb

Abrey L.E., Journal of Clinical Oncology, 2006.
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Numoma Bepkurra (J16)

BapuanTs Mopdonoruyeckas kaptura LiutoreHeTnyeckue
W UMMyHOdEHOTMN XAPAKTEPUCTUKY

SHAEMUYECKMIA MonomopdHas nponndepauus
KNEeTOK CpeaHero pasmepa, Tpaxcnokauwms 1(8;14)(q24;432)
5 MHOXECTBO $Uryp MUTO3Q, WM BAPUAHTHbIE TPAHCNOKALMM:
CNOpPOANYECKHUii
MPU3HAKM ANONTO3Q, 1(2;8)(p12;q24),
TOK HO3bIBAEMAS KAPTUHG «3BE3A- unm 1(8;22)(q24;q11)
BMY-accounmpoBanHbiii Horo Heba»

IgM+, B-kneTouHble aHTUrEHbI
(CD19, CD20, CD22, CD79q, PAX5),

MapKepbl repMuHanbHon andde-
petumpoeku (CD10, BCL6), ¢-MYC,
CD38, CD77, CD43, nponudepa-
TBHas aktueHocTs (Ki-67) 95-100%
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Jlumdpoma bepkurra (J16)

Cucrema craguposanus (S.B. Murphy 1989)

Crapms Kpurepum
Crag| ~OfMH 3KCTPAHOAANbHbIA 0YAr MU HOAANBHOE MOPAXEHME OFHOM HATOMMHECKOH 0BAACTH, 30 UCKITIOYEHNHEM MEAMACTUHANBHOTO, ABAOMUHANBHOTO M AMUAYPANLHOTO
MOPAXEHHS.
~OfMH SKCTPAHOAbHbI OAT C MOPCXEHMEM PEHOHANbHbIX JMMPOY3M0B
Crag | -[iB0 OAMHOUHbIX SKCTPAHOAANHbIX 04AFA € MW 6e3 NOPaXeHHS PErHOHANbHBIX TUMBOY3NOB MO OFHY CTOPOHY ANCDPArMbI
-nopaxXeHMe AByX M bonee rpynn MMMpOy3nos No oaHy CTOPOHY AUAPATMbI
-nepeuuHoe nopaxetme XKT, nokanu3oaxHoe B uneoLiekansHoM 06nacty ¢ unu 6es nopaxeHms Me3eHTepUanbHbIX MMMdOy3nos
Cragus IR -NIONHOCTBIO PE3ELMPOBAHHAS OMyXOsb
Craaus I NR -HEepPe3eLMPOBAHHAS ONyXONlb
-[iB0 OAMHOYHBIX SKCTPAHOAANBHbIX 04ArA 110 06€ CTOPOHBI AUAGPArMbI
-nopaxXeHMe AByx M bonee rpynn MMmoyanos no obe cTopoHs! AUapparmb
Cragus Il -BCE NEPBMUHbIE BHYTPUTPYAHbIE 04ary (cpegocTenne, nnespa, TMMyc)
-BCe 0BLIMpPHbIE BHYTPUBPIOLLIHBIE OYarK
~BCE MOPACTMHANBHbIE M SMUAYPATbHBIE O4ArH, HE3ABUCHMO OT APYTHX O4AroB
Crapus Y -n06as U3 NepeuncrenHbIX Bbilue CTAAMHA ¢ U3HayansHbim nopaxemem LIHC u/unm koctHoro moara (<25%) 1/ unm mynsTvdokansHbiM NopaxeHmem ckeneta
Neitxos/ b -NOpaxXeHMe KocTHoro mosra (>25%)

Murphy SB, et al. Non-Hodgkin's lymphomas of childhood: an analysis of the histology, staging, and response to freatment of 338 cases at a single insfitution. / Clin Oncol. 1989;7:186-93.
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®onnukynsapHas numboma
Knaceudukaums (BO3, 2022 r.)

Knununueckne BAPUAHTbI

1. in sitv donnukynsapHas B-knetoyHas onyxone.

2. QonnukynspHas nMM¢poma:

2.1. knaccuyeckas DJI;

2.2. ®J1 c HETUNMYHBIMM LUTONOTMYECKMMM MPUIHAKAMY;

2.3. ®J1 npenmyLuecteeHHo ¢ anddysHbIM pOCTOM;

2.4. bonnukynspHas KpynHoknetouHas B-knetounas numdoma.

3. ®J1 gyopeHanbHOro TMNA.
4. ®J1 neguarpuyeckoro Tuna.

5. Nepeunynas koxHas PJ1.

Alaggio R, et al. The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Lymphoid Neoplasms. Leukemia. 2022 Jul; 36(7):1720-48.
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®onnukynspHas numboma

lporHocTMyeckune MHAEKCHI M FPYNNbI pUCKa

MporHocTuyeckue MHAEKCHI Tpynnbi pucka no FLIPI Crapum no Ann-Arbor®
1
‘ FLIPI (2004 r.) Ipynna pucka | Yucno pakropos Il cragus G
‘ Bospacr 260 net Hu3kas 0-1 (no opHy cropoHy avadparmel) - <= 1 numatuyeckas 3oHa
¢ 22 numdaTMyeckux 3oH W opraH B npepenax 1
‘ Cragus no Ann Arbor 1-1v MpomexyTouHas | 2 e o \ CEIEE
‘ TemornobuH <120r1/n Beicokas 23 OpraHa u pervoHansHbix n/y 65 & b~
\ nar >Hophi POD24 (2015 r.)*
‘ Hueno HopanbHsix obnacreit | 24 Mporpeccus 3abonesanus B Tevenme
24 Mec — HebnaronpusTHHIA MPOrHOCTHYE-
R 2

‘ FLIPI-2 (2009 ) ckwi dakTop (cHuxenne 5-netHe oBuieit y
‘ Bospacr 260 ner sobxueaemocty ¢ 90 o 50%)
‘ Paamep Haubonblero ovara | 26 cm A — Orcyrcrame B-cumnromos IV craavs

] B — Hanwnume B-cumntomos A
‘ 2-mukpornobynu >HOPMbI E — JlokanuaosaHHoe 3KCTPaHORAbHOE * AVCCEMUHVPOBAHHOE NOPaXeHHe m
‘ MopaxeHue KocTHoro Mo3ra | + nopaxeue OANATD W HBCKOMLKAX aKETRA- CTG6A iy

P S — MopaxeHre ceneseHku NMMATUYECKUX OPFAHOB € UK (no obe cropoHs! anadparmsi)
‘ Temorno6uH <120r/n X — Maccueroe (bulky) onyxonesoe 6esn/y n/y Wi opransi
nopaxetue — ovar 210 cM B Auametpe * nopaxeHve neyeny i/ Koct-

Mokasauus 4Ns Hayana repanuu 217 MeAmxcmHaano-TopuKuanblﬁ HOro mosra

(kpurepum GELF?) uupexc >1/3

. >3 Enacred, >3 Solal-Celigny P, Roy P, Colombat P, et al. Follicular lymphoma international prognostic index. Blood. 2004;104: 1258-65.

3 ;olo?::i:ﬁ:nbH:;H::::(I:T:u:(;:,T::hHi?ex:::m 2;’::»1 ? Federico M., Bellei M., Marcheselli L., et al. Follicular lymphoma international prognostic index2: a new prognostic index for follicular lymphoma developed by the inter-

o0 B national follicular lymphoma prognostic factor project. / Clin Oncol. 2009; 27: 4555-652.

0 EIATIEETH ¥ Brice P, Bastion Y., Lepage E., et al. Comparison in low-tumor-burden follicular lymphomas between an initial no-treatment policy, prednimustine, or interferon alfa: a ran-

* TeBPQNHSIH BHNOT WK aCLYT domized study from the Groupe d,Etude des Lymphomes Folliculaires. Groupe d,Etude des Lymphomes de |, Adulte. / Clin Oncol. 1997;15(3): 1110-7.

* uroneHwseckyt crupom (neiikouys <1x10%/n “Casulo C., Byrtek M., Dawson K., et al. Early relapse of follicular lymphoma after rituximab plus cyclophosphamide, doxorubicin, vincristin, and prednisone defines

/ u TpomBouyrs <100x10°/n) patients at high risk for death: an analisis from the National LymphoCare Study. / Clin Oncol. 2015; 33(23): 2516-22.
+ neiikensaups [>5,0x10°/n onyxonessix knetox) 5 Carbone P,, Kaplan H., Musshoff K., et al. Report of the committee on Hodgkin,s disease staging classification. Cancer Res. 1971; 31: 1860-1.
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Niumboma u3 knerok mantum (JIKM)

lporHocTnyeckue MHAEKCHI M rPYNMbl pUcKa

MexayHapoanbiii nporHoctyeckuii nuaekc IKM bronoruyeckuit MexayHapoaHblii nporHoctuyeckuii nuaekc IKM

‘ dJaK'rop d’CIKTop <5,7 — nuskuit puck — mepnara OB He gocturhyta

‘ B 25,7 <6,2 — npomexyTouHbii puck — meguara OB = 51 mecay
o3pacr BoaptICT 26,2 — Bbicokui puck — Meavara OB = 29 mecsues

‘ OBusee coctosue no wkane ECOG Obuwee coctostue no wkane ECOG Kanbkynsrop ans pacyera mexayHapoaHoro

- | g |

‘ AKTHBHOCTb CHIBOPOTOUHOH NAKTATAGIMAPOrEHa3sl AKTUBHOCTb CHIBOPOTOYHOH NAKTATAETUAPOTrEHa3bl NPOrHOCTUYECKOro MHAEKCa

‘ Konuyectso neitkoumtos Konuuecreo neiikounros v

‘ PHoster E., Blood, 2008 Unpexc nponueparmeHoi aktueroct o Ki-67 (%) https:/ / qxmd.com/ calculate/mipi-mantle-cell-lymphoma-prognosis

KomBuHUpOBaHHBI MeXAYHAPOAHBI nporHocTudeckuit unaekc (MMN) JIKM

Mnn Mnn Mnn
Huskuit puck MpomexyTouHbI puck Beicokuit puck

[ [ [
1 1 1

Ki-67 Ki-67 Ki-67 Ki-67 Ki-67 Ki-67
<30% 230% <30% 230% <30% 230%

0

1 1 1 1 1 1

\/ \l \ \ \ \
Hu3skuii puck Cpepnennskuit puck [l CpeaHesbicokmii puck Beicokui puck
50B=285% 50B=72% 50B=43% 50B=17%

5 OB — 5-neTHas obwwas BLIXMBAEMOCTb
BB — 6ecnporpeccusHas BbXMBAEMOCTb

Dreyling M., Haematologica, 2016.

leHeTyeckuit MexayHapopHbIii nporHocTuyeckuii uHaekc JIKM

®akrop bannbi
Myrauwm 8 reve KMT2D 2
Myraum & reve P53/ peneups 17p 2

Puck no kom6unmuposanHomy MIMH

Huskuit puck

CpenHeHm3Kkui puck

CpenHeBbICOKMH pHcK

- | O |0 |0Oo

Beicokuit puck

0 6annoe — Huakui puck — 4-nethsis BB u OB =72 n 94,5%
1-2 6anna — npomexyTouHbid puck — 4-nethss BI1B u OB = 42,2 1 65,8%
23 6annos — BbICOKUM puck — 4-netHss BIMB u OB = 11,5 n 44,9%

Ferrero $., Haematologica, 2019.
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Jlumdpoma us knetok mapruHansbHom 3oHbl (JIKM3)

I'IporHocmquKwe MHAEKCbI U rpynnbl pUCKa

Axkcrpanopanshas/ MALT dopma

HopanbHas ¢opma

CeneseHouHas ¢popma

MALT-IPI

Bospacr >70 ner

FLIPI

HPLL

cragus no Ann-Arbor>l|

Bospacr <60 ner

Temornobun <95 r/n;

NAT >Hopmbi

Cragps no Ann-Arbor >lI

Tpombouusi <80 x 10°/n

Temornobuu <120 r/n;

NAT > HopMbl

NAT >Hopmbl

BHerpyaHas numdaneHonatms

>,
Foynma prcka 4Wcrno GaKTopos Konuuectso HoganbHbix ouaros >4 Y
\ / lpynna pucka Yucno dpakropos
Huskas 0
Ipynna pucka Yucno paktopos Huakas 0

MpomexyTouHas 1 H 0-1

: n3kas - MpomexyTouHas 1-2
Beicokas 22 MpomexyTouHas 2

Bbicokas 3-4

®akropbl pucka, He Bxopswyme 8 MALT-IPI Beicoxas 323

Knunuueckue dakropsi pucka: bulky, kposoteye-
HWe, MHTEHCHBHbIA BONEBOW CHHAPOM, NPOpACTaHHe
B OKPYXQIOLL/E OPraHbI U TKAHM

Mpu3Hakm KpyNHOKNETOHHOH TPAHGOPMALMY MO ACHHBIM

rucTonoruueckoro uccneposaus v M3T (SUV >5)

PanHwi peunane nocne 1-# nuHum Tepanuu

MALT — marginal zone lymphoma;

MALT-IPI — MexayHapogHbii nporHocTuyeckmii
ungaekc ans MALT-numbombl;

Ann-Arbor — MexpayHapogHas cuctema
CTAAMPOBAHMS IMMPOM;

JIAT — nakrarpernpporeHasa;

bulky — pasmep onyxonu >6 cm;

FLIPI — Follicular Lymphoma International
Prognostic Index;

HPLL — Hemoglobin-platelet-LDH-extra-hilar-
lymphadenopathy score (Splenic Marginal Zone
Lymphoma Study Group).

Liurorenetnueckue paktopel HebRAronpuaTHOro NPorHosa

Myraunun NOTCHZ, KLF2, TP53

Thieblemont C. A MALT lymphoma prognostic index generated from the dataset of the
IELSG-19 prospective clinical trial, 2017.

Parry-Jones N. Cytogenetic abnormalities additional to t{11;14) correlate with clinical
features in leukaemic presentation of mantle cell lymphoma, and may influence
prognosis: a study of 60 cases by FISH. 2007.

Montalbén C. Risk stratification for splenic marginal zone lymphoma based on
haemoglobin concentration, platelet count, high lactate dehydrogenase level and
extrahilar lymphadenopathy: development and validation on 593 cases. 2012.
WHO Classification of Tumours of Haematopoietic and Lymphoid Tissues. 2017.
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B-kneTouHblit xpoHuuecknin numeoneiikos (B-XJ1J1)/ numdpoma us mansix numouuros (JIMJI)

Knaccudpukaums. Kpurepun guariosa. MporHoctnyeckuin nHaekc

Kpurepuu puarkosa Knaccudmkauns no J. L. Binet

Gepen Hayanom TepanuD

A: Hb>100 r/n, TpomBouutsi >100x10%/n

MopaxeHo ao 2-x numdatnyeckux oGnocTeD C

B: Hb>100 r/n, rpombouuTsi>100x1 Oq/n

CZSXIO"/H MOHOK/OHANbHBIX B-IWIM¢OL|.VITOB)

B nepudepuyeckoii Kposu

NpU YCTAHOBNEHMM
nuarnosq

MoHoknoHanbHele B-numpoumtel,
akenpeccupylowme CD19, CD20, CD23 u CD5

Mponumouutsl <55%
(o7 uncna numoumTos B kposm)

Mopaxero >3 numbaruyecknx o6nacreu ]

C: Hb<100 r/n unm TpomBouurel <100x10‘7/D

V

\

-\
* uamKanbHBI OCMOTP € Mae- * UnmyHodenomunmseckoe uc-
B-numdouutos B nepudepuyeckoit Kposu nporxoctuyeckui nhaexc (MM nauveit AMMGOY3NOB, NeveHy, CME[I0BaHME TMMGOLMTOB KPOBM
v ceneseHku (ecam He BrinonHsROCH panee)
Mapamerp Banni ¢ Knutmnueckuit aHanus kposu * KT rpynHoi knetku 1 Gpiowutoi
JIAT, cnneHomeranus, uutoneHum, MHGUAL- Myrauus/ aenewns 7P53/ 17p 4 ¢ onpeaeneHueM KonnecTsa nonoctu ¢ B/B KOHTpACTUPO-
TPOTUBHBIE UMW UMMYHHbIE peTvKynouuTos BOHMEM
Bes myrauwii IGHY 2 * MmmyHodeHoTMNMYECKOE MCCne- * FISH Ha del (17p)/myraums TP53
i HeT i eCTh AOBAHME IMMGBOLUTOB KPOBM o MyTaumm rexos /GHV [ecnu He
v v B2M>3,5 mr/n 2 o CraHpapTHBIN B1UOXMMIMYECKMIA > + BLINONHSNOCh paHee)
aHanms kpoau ¢ JIAT * Muenorpamma, Tpenaxobuoncus
JIMIT + Cragws B/C 1 * Mpoba Kym6ca (npsmas) (npu HescHol LuTONEHNN)
ICIONOIECkoS ¢ R-rpadms/KT rpynHo knetku * 13T (npu nopo3petnm
MOATBEPXACHNE goouen 1 * Y3U opraHos bpiowHoit nonoctu Ha cuHapom Puxtepa)

_ i B- i n Y3U nepudepuyecknx * KonuuecteenHas oueHka
mi]lou:.roor;?mouonwbm B-kneTouHbIi Unaeke Bannbl n/yanon pudep! consentpomn Igh, IgM.IgG
JIMJT — numdoma us mankix numouuTos; O 7-10 * MyTaumoHHblii cratyc reHoB * WcenepoBanme mapkepos
NAN — numboaneHonarms; IGHV (npw Bo3mMoxHocTy) renarutos B u C
Hb — remornobus; Pt 4-6
IGHV — reni degu6eanle YHOCTKOB TSXeNbIX _J

enen MMMYHOMOOYNUHOB; o -
I-|'l|3‘|' — I'IOB);TPOHHO):BMMCCMOHHOSI ToMorpadms; L 2-3 Coracko iwCLL 2018: Hallek M., Cheson B.D., Catovsky D. et al. iwCLL guidelines for diagnosis,indications for
B2M — Beta-2-mukpornobynu. Meere? 0-1 freatment, response assessment, and supportive management of CLL. Blood. 2018;131(25): 2745-60.
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Kpurepum oteeta Ha Tepanuio

Mokasanms k Hayany Tepanuu

Anemus (remornobun <100 r/n) u/unm tpombouuro-
newus (tpomBouutel <100 X 10°/n), 06ycnoenensie
MHGUALTPALMEN KOCTHOTO MO3ra

CnneHomeranus BbipaxenHas | 26 cm Huxe pebepHoit
Ayri), NPOrPECcMpyIoLLas MY BbI3bIBAIOLLAS KNMHIUYE-
CKMe CUMNTOMbI

CywectsenHoe yBenuuenue numdoysnos (210 cm
8 Haubonbluem aunametpe), nporpeccupyiouias JIAT nan
JIATI, BbI3bIBAIOWLAS KANHUYECKUE CUMNTOMbI

Mporpeccupylowmin numdoumTos (Bpems yasoeHms
numouuTos <6 mecsiies)

AytoummyHHas aHemus 1/ unn TpomGouuToneHus
€ HEOCTATOHBIM OTBETOM HA CTAHAAPTHYIO TEPANMIO

B-cumntombl (21 U3 cnepyioLmMx CMUMNTOMOB MK

NPU3HAKOB):

-H P I ¢
B TeyeHue 6 mec

- 3naumtensHas yromnsemocts (ECOG 22)

- MosbiweHue Temneparypsi tena Gonee 38 °C
B TeueHue 22 Hep 663 NPU3HAKOB MHGEKLUN

- HouHas notnueocrs B Teuenue 21 mec 6e3 npusHakos
nHbeKumn

macce Tena Ha 210%

Kputepuu oteeta Ha repanmio

B-knetouHbin xpoHuueckuii numoneiikos (B-XJ1J1)/ numbpoma uzs mansix numpouuros (JIMJ1)

MAPAMETP

NONHAS PEMUCCHS

YACTUYHAS PEMUCCHS

CTABUNTU3ALMA

NPOTPECCUPOBAHUE

Jiumarnyeckue
y3nl

Her yanos pasmepamu
21,5 cm

YMenbwenne Ha 250% (otHo-
CUTENBHO HCXORHOTO YPOBHS)

YMeHblueHMe MeHee Yem
Ha 50% (oTHocKTENbHO
MCXOBHOTO YPOBHS)

Yeennuenne va 250% ot mc-
XORHOTO YPOBHS MM C MOMEHTT
BOCTUXEHMS OTBETA

Pasmep neyenm
u/ i ceneseHku

Pasmep cenesenku <13 cm;

Ymenbiwenme Ha 250% (oTHo-
CHTENbHO MCXORHOTO YpOBHS)

YMeHbLUEHME MeHee Yem
Ha 50% (oTHocKTeNbHO

Yeenuuenue Ha 250% o uc-
XOBHOTO YPOBHS MM C MOMEHTT

pasmep nevexy B HopMe
UCXORHOTO ypOBHS) BOCTUXEHUS OTBETA
Koncrury-
LMOHANbHbIE Her Tiobble iobbie Jliobbie
CUMMTOMbI
Konuuecrso g ChuxeHne MeHee Yem
Chuxenne Ha 250% oTHocK- 5
nMgoupTos Hopma Ha 50% (otHocwTensHO
TENbHO UCXORHOTO YPOBHS TENbHO HCXOAHOTO YPOBHS
B KPOBM MCXORHOTO ypOBHS)
2100 % 10°/n MoBbilueHne MeHee e Chuxetne Ha 250% ot ucxop-
Yucno Tpombo- 9 o o
o8 2100 % 10°/n unv nossiwenne Ha 250% ot- | 50% oTHocHTenbHO Hexoa- | HOro ypoBHS, 0BycnosneHHoe
4 HOCHTENIbHO MCXOAHOTO YPOBHS | HOTO YPOBHS Xnn
Mosbiwetue Ha <110 r/n
2110r/n 2110 r/n unm nossienue Ha 9 / Chmxerve Ha 220 r/n otHo-
. o unn <50% otHocHTENbHO
TemornobuH (6e3 Tpanceysuit v bes 250% oTHOCHTENbHO HCXOHO- CHTENbHO MCXOJHOTO YPOBHS,
MUCXOBHOTO YPOBHS MIU
3pHUTPONO3THHA) T0 YPOBHS obycnoenennoe XJ1J1

cHmxene Ha <20/ n

KoctHbii moar

B nyHkrare: Hert cybctpara
B-XTN:

B TpenaHobuonTare: Het
NMMGOMBHOTO NOPAXEHHS

B nynkrae: ects cyberpar
B-X/1; 8 rpenaxobuontare
HanK4Me TMMPOMBHOTO Nopa-
xenus; UITU kocTHbif Mo3r He
uccnegosanca

Orcyrcraue uameHenui
B KOCTHOM Mo3re

MoBbiLEHME KOMMYECTBA KNETOK
XJ Ha 250% B cpasemy

Mosbiwenne Ha 250% otHock-
¢ npepwecTsylolei broncuei
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Bonocaroknerounbiv nemkos (BKJ1)

Kpurepun auartosa

Knaccuduxauus

ST E A T Cene3seHouHas B-knetounas numpoma/ neikos

BKJ1 v BKJ1-nopobHbie 3abonesanns,

(cornacHo knacecudmkaumm BO3 2022) el € BBIPOKEHHBIMU HyKNEONAMM (BapUaHTHBIN
BKJ1-nopo6Hele 3a6onesanms — BKJ1 8 knaceudmkaumm BO3 2017)

B-knetouHas menkokneTouHas

NMMGOMA KPACHOI MyNbMbl CENe3eHKH
Kpurepun anarrosa

MonekynspHo-
Knunuveckuit ananus UmmyHoructoxummue- | MMmyHOQpeHOTUNMpPOBAHME | reHeTUYeckoe Liutoxumuyeckoe
KPOBY ¢ NoAcYETOM M luctonornyeckoe | ckue MapKepbl onyxo- | numdouutos n/K, k/m uccnefoBaHmne uccnefoBaHme
o . uenorpamma
NeAKOLUMTAPHON McCnepoBaHMe K/M | NeBbiX KNeTok (K/Munu | u/unm TKaHM ceneseHkmn numouwTos n/K, nMM$oumToB K/ M
dopmynbi TKOHb Cene3eHKH) (npotouHas uutometpus) | K/Mu/nnm TKaHM unmn/k
ceneseHKu
CD20+ (spko)

1-, 2-, 3-poctkoBas Numdoumros (D205 s

v;ror;emfa ¢ numoun- | (¢ Hanul:‘ pupexiely dunizs
- . «Peixnas» numdo- | Cyclin-D1+ CD103+ MonoxurenbHeli
TO30M € MM Be3 MOHO- | uneM nam BuisBnserca myTauus

npHas uidunetpa- | CD25+ LAIR-1+ pesyneTar Ha
LIMTOMEHNM C HONMYMEM | OTCYTCTBUEM BRAFV600E
uns k/m, dubpos | CD123+ CD1lc# (spxo) TRAP
WY OTCYTCTBUEM KBOJIO- | KBONIOCATBIX TRAP+ CD5-
CaTbIX» KNETOK KNeTok
) B-RAF+ CD23-
CD22+(spko)

Mpumeuanue: K/ M — KOCTHBIM MO3r, N/ K — nepudepuye- Alaggio R., Amador C., Anagnostopoulos I. et al. The 5th edition of the World Health Organization Classification of Haematolymphoid
CKasi KPOBb, TRAP — qu-rpq-r.yc-roﬁqugqg Kucnas ¢oc¢q-rq3q Tumours: Lymphoid Neoplasms. Leukemia. 2022. Vol. 36, N¢ 7. 1720-48.
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Bonocaroknerounsiv neikos (BKJ)

AvddepeHumansHas puarHoctuka

AnddysHas B-knetouHas menkoknetouHas

Mapamerp BKN Bapuanthas ¢opma BKJ1 .
numomMa KPACHOM My nbhbl CENE3EHKM
ﬂ,O, 4ACTO B COYETAHWUM C BMCLlepdanOﬁ
Cnnexomeranus HO, B bonbluMHCTBE cnyvaes ﬂMMd)CIJJ.eHOI'ICITMeﬂ, MOHOJJ,O“ BO3pact BCGF}J,G MOCCHBHOSA CneHOMeranus

6onbHbIX

Knuhmnueckmit ananms kposu

OBbiuto 1-, 2-, 3-poctkosas
LMTONEHNS, MMMPOLMTO3 C Ui Be3
MOHOLMTONEHNM C HONMYMEM MU
OTCYTCTBUEM KBONIOCATHIX» KNETOK

Konuuecrso nevikoumros B kposu Hop-
ManbHOE MAM NOBbILEHO, MMboLuTO3 Bes
MOHOLMTONEHMM

Konmuecrso ﬂeﬁKOUMTOB B KPOBW HOPMAJIbHOE MK MOBbILLEHO,
HMM¢0LIMT03 C 6011I:LIJMM KONU4ECTBOM «BOJIOCATBIX» KNETOK

(n/K, K/ M unu TkakHM ceneserku)

CD20+ (spko)
CD25+CD11ct (spko)
CD103+CD5-CD10-CD23-

CD20+ CD25- CD11ct+ CD103+/+CD5-
CD10-CD23-

CD20+(3pko)CD25-CD 11 c+/+ CD103(cnabo)+/+ LAIR-1+ CD5-
CD10-CD23-

[cTonornyeckue uccnenoanme
K/ M + MMMyHOTACTOXMMMYECKHE

«Poixnas» numMdonaHas uH-
PunsTpaums K/ m, dubpos,
CD20+ Annexin-1+ Cyclin-

TUnepKNETONHbI K/ M C MUHUMObHBIMA
npU3HaKamu Gpubposa,
CD20+ CD25-Annexin-1- Cyclin D1-

OueHb cKyaHas MMMBOMBHAS HHdHNLTPaALMS K/ M (4acTo
onpeaensetcs Tonbko npu UX),

CD20+ CD25-Annexin1-/%

(MIX) mapkepsi CyclinD1-/£ CD103-/+ CD123-/%
D1+CD25+CD123+TRAP+ CD123-/+CD11c+ TRAP£ s 04aros0 CD 11t n TRAPE
Myraups rena BRAFV600E Ha Her Her

TMcTonorMyeckoe HccnenoBakMe
ceneseHku (ypanenue ceneseHku
no nokasanusm) + UIX

MopaxeHue KpacHoH Mysbribl
CD20+ Annexin-1+
Cyclin-D1+CD25+CD123+ TRAP+

MopaxeHue KpacHo# nysbribl
CD20+ CD25-Annexin-1- Cyclin D1-
CD123-/+CD11c+ TRAP£

Mopaxetue kpacrow nynsnsi CD20+ CD25-Annexin1-/£
CyclinD1-/£CD103-/+ CD123-/%

nvws oyaroso CD11ct  TRAPE

UmmyHodeHotnuposanue /¢

Mpumeuanue: n/ b — numbounTsl, K/M — KOCTHBIN MO3T, N/ K — nepudepuyeckas kpoes, TRAP — TapTpar-ycToituneas kucnas ¢pocdarasa
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Bonocaroknetounsiv neikos (BKJ)

CTGPMPOBGHMG. prrepvm OTBETA HA TEPANUIO

Craguu 3a6onesanus

Kputepun crapuposanms

Taktnka BeAEeHUA NALUEHTA

PanHss cragms

Femornobun >110 1/, Tpom6ouwre >150 x 10°/n, Hevirpodunsi >2 % 10°/n, pasmep
ceneseHKM <2 cM M3-NOA Kpasi PeBePHOV AT CEBA, HET UHPEKLMOHHbIX OCTOXHEHMH

BoamoxHo OMHOMUYeckoe Ha6mop,eune

PassepHyTas craaus

Temornobuk <110 r/n, Tpombouwtsl <100 X 10°/n, Hevirpodmnel <2 x 10°/n, Hanuume
MHAEKLMOHHBIX OCTIOXHEHHH, HOPOCTAHHE CTEHOMEranuM

Heobxoanmo nevexne

Pocenitckute knuHudecKie peKOMEHBALMHM MO AUATHOCTUKE U Neyeruto numdonponudeparueHbix sabonesatmit. Mo pea. M.B. Moapy6Hoit, B.I. Casuetko. - M.: byku-Benw, 2018; 204.

Kputepuu oteeta Ha repanmio

Temornobuk >120 r/n, Heittpodunsi >1,5 x 10°/n, ceneseHka HOpManbHbIX pAa3MEpOB, OTCYTCTBYIOT KBONOCATbIEN
Monkas pemucens 3a6onesatms 4
KneTku B kpou, <5% «BONOCATLIX KIIETOK» B KOCTHOM MO3re
Pemucens
3abonesanus Temornobuk >120 r/n, Heitrpodunsi >1,5 x 10°/n, Tpombouwtsl >100 X 10°/n, <5% «Bonocatsix» knetok
YacTuuHas pemnccns 3060M1EBaHMS | B KPOBM, yMEHBLIEHME YMCTQ KBONOCATHIX KNETOK» B K/ M Bonee yem Ha 50%, yMeHbLUEHHe pasMepoB CeneaeHky
Bonee yem Ha 50%
PanHwit peunans Bosspar cumntomos 3aboneaus MeHee wem Yepes 5 net nocne AOCTUKEHUS PEMUCCHU
Peunaue
NeBaHMs .
3abonesar Mo3pHmit peupams Boaspar cumntomos 3abonesatus Gonee yem yepes 5 net nocne AOCTUXEHNHS PEMUCCHH
Pesucrenthoe OrcyTcTBHe NONOXMTENbHON AMHAMMKYM NOKA3ATENEH KPOBM M Pa3Mepa CeneeHkw, 6es foCTHXeHHs NonHo Mnu
TeYeHMe YACTUYHOM PEMMCCHU K 6-12 Mec. noce XUMUOTEPANMM KNAAPHBMHOM

ANITOPHTMbI AMATHOCTUKM 1 MPOTOKOMbI Nedens 3abonesanuit cucteml kposu. Mog peg. B. I. Casuenko. B geyx tomax. Tom 2. — M.: Mpakmka, 2018; 378.
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Maxkpornobynunemus BanspeHctpema (MB, WM) — Hexopkkunckas B-knetouHas naumboma

¢ cekpeuyen PIgM n knonaneHoi numMponnasmoumTapHOW MHPUALTPALMEN KOCTHOFO MO3Td

Knaccudmkauus BO3 / mexayHapopHoii paboueii rpynnel no MporHoctuyeckas wkana — IPSSWM MonekynspHsie MapKepbI
uzyuernio WM ®akrope! nporHosa
lgM — MGUS nioBoit yposens napanporenta Bospac >65 ner Myraupus L265P & rene 6enka MYD88 sbisensetcs

OTCYTCTBUE CMeundUYECKOH MHOUALTPALMM KOCTHOTO MO3ra

Mo6oi ypoBeHb NapanpotenHa

Temornobun <1151/

y 90-95 % naupentos ¢ MB u sBnsercs B Hacros-

Morel P, Duhamel A., Gobbi P. et al. International

\E;K“MHTOMHM nioBoe KONMYECTBO CnewMPUIECKUX KNETOK B KOCTHOM MO3re ToouBoums $100 % 10°/ Lee Bpems AMArHoCTUHECKU 3HAUUMbIM MAPKEPOM.
OTCYTCTBUE CUMNTOMOB, TPeByloLUX HaYana Tepanuu P LTl = 1
M060i ypoBeHb napanpotenta B2-Mukpornobynuk >3 wr/n Treon S.P., Cao Y., Xu L, Yang G., Liu X., Hunter Z.R. Somatic mutations in MYD88
Cumntomary- M1060e KONMYECTBO CMIELUPUYECKHX KIIETOK B KOCTHOM MO3re and CXCR4 are determinants of clinical presentation and overall survival in
yeckas MIOSBNEHME CUMTOMOB 60M1E3HU M NOPAXEHHUE OPraHOB: Kouentpauyts MooknoHanHoro IgM >70 r/n Waldensirom macroglobulinemia. Blood. 2014 May 1; 123(18): 2791-6.
WM TUNEPBMCKO3HBIA CHHAPOM, AHEMMS, B-cuMnToml, numdbape-
HONATHS, HEMPONATHS, AMMIOMA03 v MMMYHO¢€HOTMHM‘|6CK05
Owen R.G., Treon S.P., Al-Katib A. et al. Clinicopathological definition of Waldenstrom's Huskuit Bospacr <65 ner; Xapakrepucrika
e . ! pHcK
macroglobulinemia: consensus panel recommendations from the Second Infernafional 0-16ann
Workshop on Waldenstrom's Macroglobulinemia. Semin Oncol. 2003; 30(2): 110-5. ] Boapacr >65 ner win S|gM+/cyHgM+
‘ Knaceudukauus Mayo Clinic Cpemwwi puck | o' ona EDW;L{ D20+
Unu
¢ PigM <30 r/n unu uruneTpaums B koctHoM Mosre <10%. - D22+
‘ g — MGUS ¢ OTCYTCTBUE CUMNTOMOB U NPMU3HAKOB BOBNEYEHHS OPIaHOB Bbicoku puc 3 u 6onee 6annos ED790+
o PlgM 230 r/n unm ununbTpauys & koctHom Moare >10%. v CD27+/-
Tnetowas WM *  OTCYTCTBUE CMMNTOMOB, TPEDYIOLUMX HAYANG TEpanM FMC7+
# NPU3HOKOB BOBIEEHHS OPTAHOB 5-neTHss 06was BEKMBAEMOCTD D43 +/-
*  nioBoji yposeHs napanpoTeuHa Huakuit puck 87% CD5'/CD]0'/CD23'
¢ nioboe KonuyecTeo cneu.mj)mecxux KNETOK B KOCTHOM pAX5+ / BCL2+
Cumntomarmuyeckas Mo3re CpepHui prck 68% MUM1 +
WM *  NOSBNEHHe CUMNTOMOB BONE3HM 1 NOpaXeHHe opra- .
HOB: rUNEPBMCKO3HbII CMHAPOM, aHeMus, B-cumnTombl, Bbicoknuit prck 36% CD3 8+/CD]38+ (HO NNa3sMaTUYeckux Kne'n(cx)
NMMGOAEHONATHS, HEHPONQTHS, MUIOMAO3

Morel P, Duhamel A., Gobbi P. et al. International prognostic scoring system for

prognostic scoring system for Waldenstrom
Waldenstrom macroglobulinemia. Blood. 2009, 30; 113(18): 4163-70.

Dimopoulos M. A., Kyle R.A., Anagnostopoulos A. and Treon S.P. Diagnosis and
macroglobulinemia. Blood 2009, 30; 113(18): 4163-70.

management of Waldenstrom's macroglobulinemia. J Clin Oncol. 2005; 23(7): 1564-77.
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MakpornobynuHemus BanbaeHctpema (MW)

MepecmoTpeHHas MeXAYHAPOAHAS NPOrHocTMYeckas wkana — IPSSWM*

dakrop nporHosa 6annbi CmeptHocs | OB OB
Kareropus pucka 6annel | BTeyenne 3-x | 5ner, | 10 ner,
nert, % % %
Bospacr <65 ner 0
OueHb HU3KMI pUcK 0 0 95 84
Bospacr 65-75 ner 1
Huakui puck 1 10 86 59
Bospacr > 75 ner 2 prm—
C Z 14 78 37
B2-mmukpornobynmn > 4 mr/ n 1 PEARNH pHcK 2
nar>250 Eg/n 1 Beicokmit puck 3 38 47 19
Anbbymmnn <35 r/n 1 OueHb BbICOKMI pUCK 4-5 48 36 9

* Arevised international prognostic score system for Waldenstrom's macroglobulinemia.Kastrifis E, Morel P, Duhamel A, Gavriatopoulou M, Kyrtsonis MC, Durot E, Symeonidis A, Laribi K, Hafjiharissi E, Ysebaert L, Vassou A,
Giannakoulas N, Merlini G, Repousis P, Varettoni M, Michalis E, Hivert B, Michail M, Katodritou E, Terpos E, Leblond V, Dimopoulos MA. Zeukemia. 2019 Nov;33(11):2654-61. DOI: 10.1038/541375-019-0431-y. Epub 2019 May 22.
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MakpornobynuHemus Banbgencrpema (MB, WM)

Knunuueckue HPOHBHEHMH/HOKCBGHVISI 4ng Havyana repanuu

Kputepuu oteera Ha Tepanuio

CHMNTOMBI, CBA3QHHBIE CO
cneuudnyeckoi HHGML-
TpaLMe KOCTHOro MO3ra

anemua Hb <110t/ ;
TpoMBouptonenus <120 x 10°/n

Kareropus otsera

Onpenenexune

numbageHonaria/ cnnexomeranus (30%);

Monneiit oteer (CR)

*  orcyTcTaMe cbiBopoTouHoro PIgM npu mmyHOdUKcaumM;
*  HopmanbHbiX yposetb IgM B cbiBopoTke KpoBK;

MI0NHOE Pa3pelLeHHe TMMBAAEHONATUM U CNEHOMETANHH, ECITH OHM
npHcyTCTBOBAMK B Aebiote;

U MOP¢OHOI'W'IGCKI4 HOpMQJibHbIE ACMMPAT KOCTHOTO MO3ra

Y TpenaxobuonTar

SKcTpamepynnspHoe ¢ cneunduyeckoe nopaxenue nerkux (4%) — yanosoe unn guddystoe
BOBJIEYEHUE NopaXeHue nerkux; MH4)W1I:TPOUMSI nnespbl;

o cneumduyeckoe nopaxetme LIHC — curapom Bing Neel (1%)
Mopaxenue opraHos, | «  nopaxenne novex — (4%);

0BycnoBneHHoe crewy-
duyeckoi UHUALTpaLM-
el 1/ unm PlgM

nopaxenue XKT — curapom mansabeopbup, anapes, KposoTouu-
socts (4%);
nopaxenue koxu — (3%)

OveHb xopoLuuit
YACTUYHBIN OTBET

(VGPR)

*  cumxenme PlgM 8 ceiBopotke 290% ot UcxopHOro YpoBHS;
*  nonHoe paspelueHme TMMPAAEHONATUM/ CITEHOMETQNHM, ECTH OHU

npucyTcTBoBANK B Aebiote;

¢ OTCYTCTBME HOBbIX MPU3HOAKOB UM CUMMTOMOB QKTUBHOW 601163HM

C1MNTOMbI CBA3QHHBIE C
PlgM, ero duanko-xvmu-
YECKMMU M MMMYHONOTH-
YeCKMMM CBOMCTBAMM

runepemckoaHbiil cuapom (40%) — KpOBOTOMMBOCTb HOCA M AeCeH,
COHNMBOCTb, FONIOBHAS 60N, HAPYLIEHMS CAYXQ M 3PEHHS;

PIgM >60 r/n — nokasakMe ans Tepanum Aaxe Npu oTCyTCTBUN
KIMHMYECKUX MPOSBNEHMH TMNEPBUCKOZHOTO CHHAPOMG;
PlgM-accoupnposanHas nonuueitponatus (20%) — nepude-
PMYECKAS AMCTANbHAS CEHCOMOTOPHAS AEMUENUHH3UPYIOLLAR
nonMHeMponaThs;

kpHornobynuxemms (6eccumntomuas y 20% naupeHToB, cUMNTOMATH-
yeckas y 5% NALMEHTOB) — HOPYLLEHHS MAKPOLMPKYNIALMH, CHHAPOM
PeiiHo, apTpanriy, AKPOUMAHO3, KOXHbIE 53Bbl, CUCTEMHIN BACKYAAT,
Nyprypa, APTPAnTUH, KpUOTOBYHHEMUHECKHH HeppUT;

XONIOAOBAS FEMONUTHYECKAS aHeMMs! (7%) — NpHBOANT C BBIpaXeEHHO-
My ciuxenmio Hb — menee 70 r/n;

QyTOUMMyHHaS remonuTHyeckas aHemms (10%);

Al-amunomnnos

YactuuHbii oteet

(PR)

¢ chuxenre PIgM B ceiBopotke — 250%, Ho <90% ot McxogHOrO ypoBHS;
¢ yMeHblueHve TMMGBAAEHONATHN/ CiNEHOMEranu, eciu oHM Bbink

8 febiore;

®  OTCYTCTBME HOBbIX MPU3HAKOB MU CUMNTOMOB QKTMBHOM BonesHu

MuHumanbHbij ¢ cumxenme PIgM B ceiBopotke — 225%, Ho <50% oT McxopHOro ypoBHS;
oteet (MR) *  HeT HOBbIX MPHU3HAKOB WAM CUMNTOMOB OKTUBHOM GoneaH.

o cuuxenme PlgM B ceiBopotke <25% OT HCXOBHOTO YPOBHS;
Crabunuaaups *  HET NPOrPeccHpOBAHHS IKCTPAMEAYIAPHBIX OHATOB, T. €.

3abonesanms (SD)

HMM¢OAGHOHOTMM/CﬂHeHOMeI'CIHMM,'

¢ Her HOBbIX NPM3HAKOB MU CUMNTOMOB QKTMBHOM BonesHu

Mporpeccus
3abonesanms (PD)

* ysenuyenme PlgM B coiBopotke 225% ot camoro HK3Koro ypoBHs

U/

¢ NporpeccMpoBaHUE KNMHMYECKUX NPU3HAKOB, CBA3AHHOE

¢ 3abonesanmem

Kapoor P, Paludo J., Vallumsetla N., Greipp P.R. Waldenstrdm macroglobulinemia: What a hematologist needs to know.

Blood. Rev. 2015; Sep;29(5): 301-19.

NUMOOUAHBIE HEONJIA3UU

OwenR.G., Treon S.P, Al-Katib A. et al. Clinicopathological definition of Waldenstrom's macroglobulinemia:
consensus panel recommendations from the Second International Workshop on Waldenstrom's
Macroglobulinemia. Semin Oncol. 2003; 30(2): 110-5.
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MoHOKNOHANLHAS FAMMANATAS U MHOXECTBEHHAS! MUENTOMA

HvarHoctnyeckmne kpurepun

o 210% KnoHANbHBLIX NAA3MATHYE-
CKUX KNETOK B KOCTHOM MO3re Unu
FMCTONOrMYECKU AOKA3CHHAS NNa3-

. ﬁg 8[:7;6MH B CbIBOPOTKE KPOBM MOLATOMG

* M-nporenn<30r/n

oF‘° enn <301/  rn R * + | unm Heckonbko KpuUTepues
¢ <10% nnasmaTMyeckux KNeTok CRAB
B KOCTHOM MO3re - 1/ MAn KNOHGNbHBIE NNA3MATHYE- e
e e CRAB, awnnowgosa ckue knetkn 8 KM 10 — 60% . )
*  XOT Obl OAMH MAPKEP ONYXONEBOM

* Her CRAB, amunouposa axmsnoanvu prep oy

- 260% KnoHANbHBIX NNA3MATUYE-
CKMX KNETOK B KOCTHOM MO3re

- COOTHOLLUEHWEe BOBJ1I€Y4EHHbIX

Kk HesosneyeHHsiM CJIL, 2100
MTH3 — MoHOKNOHANBHAS FAMMANATMS HEOMPERENEHHOTO 3HAYEHMS
MM — MHOXecTBeHHas MMenoMa - >1 oyara I/IH*4 NbTPALUM KOCTHO-

KM — koctHbiii moar ro Mosra Ha MPT (ouar e meHee
MPT — maruutHO-pe3oHaHcHas Tomorpadms

Cumntomokomnnekc CRAB (runepkanbupmemms, noBpexaeHHe NoYek, GHEMMS, OCTEORECTPYKLMH)

CJIL, — cobopHsie nerk1e uenu

Rajkumar S. V., Dimopoulos M. A, Palumbo A. et al. International Myeloma Working Group updated criteria for the diagnosis of multiple myeloma. Lancet Oncol. 2014 Nov; 15(12): e538-48.
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MHoxecteeHHas muenoma (MM)

Crapuposanue
Cucrema | Mapametpbl Craanun
* remMornobuH I crapms: remomo6uk > 100 r/n, HopmansHii yposeb Ca, HOPMAbHAS CTPYKTYPQ KOCTEH MW OBMHOHHBI oar
Durie-Salmon | * ansuw nopaxerus, IgG <50 r/n, IgA<30r/n, 6enok B <4 r/cyr.
1975 1) *  CTPYKTYpa KocTe# Il crapus: nokasareny, He cooteerctayiowme Hu |, Hu |l cr.
( r) *  ypoBeHb NapanpoTeMHa Il crapus: gy unn Bonee U3 cnepyloLyX NPU3HAKOB:
*  KPeaTuHH remornobun <85 r/n, T yposens Ca, > 3 ouaros nopaxenws kocreit, IgG > 70 1/, IgA> 50 r/n, 6enox BJ > 12 r/ cytku
. I cragus: B2-Mukporn.<3,5 mr/n u ansbymur > 35 1/n
I§%05 p . Ef;gu:ﬁ:moﬁynnﬂ Il crapms: B2-muxporn. <3,5 mr/n u ansbymun <35 r/n unu B2-Mukporn. 3,5-5,5 mr/n
( r) Y Il crapms: B2-mukporn. > 5,5 mr/n
¢ [2-mukpornobynmu
* anbbymuH , .
0155 | e nipa TS g 5o
3 . o U ’ .
(2015 ?(?L“]?)))) /v {4 14) w/ o Il crapmss 1SS 111 v bicokwit puck FISH mnm Beicokas aktusocts JIAT
o Nar
Banni Puck
¢ B2-mukpornobynu ISS 11 =1 6ann .
R[5S * ansBymuH ISS 11l - 1,5 6anna o 0 Huskwi - | crapus
- o JIar del(17p) - 1 6ann = _ _ 5 .
(2022 1) ¢ . del(17p) AT 1 Gann i = 0,5-1 Huzkuit cpeauin — Il crapms
. {(4;14) {(4]; 14)0-5165011" v 1,5-2,5 Cpeane-soicokuit — Il crapus
* gt ql -0,56anna -
3-5 Buicokui — IV crapua

" A clinical staging system for multiple myeloma /Durie BG, Salmon SE./ Cancer. 1975 Sep;36(3):842-54.
? International staging system for multiple myeloma,/Greipp PR/./ Clin Oncol. 2005 Sep 1;23(25):6281.

* Revised International Staging System for Multiple Myeloma,/ ./ Clin Oncol. 2015 Sep 10;33(26):2863-9.
“ Second Revision of the R2-1SS for Overall Survival J Clin Oncol 2022 Oct 10;40(29):3406-18.
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MHoxecteenHas muenoma (MM)

Kputepum oueHkm noyeyHoro oteeta

CK® — ckopocrtb kiy60ukoBoi dunbtaumm

Dimopoulos M. A., Terpos E., Chanan-Khan A. et al. Renal impairment in patients with multiple myeloma: a consensus statement on behalf of the International

Myeloma Working Group J Clin Oncol. 2010 Nov 20; 28(33): 4976-84.

Moueunbiii oTeer CK® po nevenms (mn/mue)  CKD nocne nevenns (mn/mun)
[TonHbiA <50 >60
HacTnuHbIi <15 30-59
MuHUManbHbIA ];139 ;%—_25%
\
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MHoxecteeHHas muenoma (MM) (1)

EnnHble KpuTepum npoTUBOONyxoneBoro oTeeTd cornacHo pekomeHaaumam IMWG 2016

Kareropus oteera

Kputepun oteeta

Crporwuit nonxeiit otger, cfO
(cTporas noaxas pemucens, cllP)

MonHas peMMuCcHs, KaK ONPERENeHo HIke.

+

HopmanbHoe cootHowenme CJILL B criBoporke.

OTcyTCTBHe KNOHANbHbIX KNIETOK B KOCTHOM MO3re, MOATBEPXAEHHOE MMMYHOTUCTOXMMMUECKUM MeTopom (cooTHowekme K/A < 4:1 unn 2 1:2 ana
naupexTos, skcnpeccupylowyx kanna (K) u nambaa (A) nerkwe uenm, cootsercraenro, nocne noacyeta 2 100 nnasmartuyeckux knetok)

Monubiit otser, MO
(nonxas pemmccus, MP)!

OTPMLI,GTeanbIe pe3ynbrathl MMM)’HOd}MKCOLIMM NpU UCCNenoBaHNUM CbIBOPOTKU U MOYUM.
McuesHoseHne NJIA3MOLUUTOM.
Menee 5% nnasmatnyeckux KneTok B KOCTHOM MO3re

OueHb XOpOLLNIA HACTUYHBIN OTBET,
0oX4o
(oueHb xopowas wacTHuHas pemuccus,
OXYP)'

BoisieneHme M-KOMMOHEHTA B CLIBOPOTKE M MOYE METOLIOM MMMYHO(MKCALIMM, HO He METOLIOM 3neKTpodopesa.
Unu

Chuxene M-komnoHenTa B coizopotke Ha 90% unu bonee.

+

Yposexb M-komnonenta B mode < 100 mr3a 24 y

YactuyHbii oTBET,
YO (vactuunas pemucens, YP)

Chmxenvte copepxatms M-6enka B coiBopotke Ha 50% unu Gonee u ymenbluetme cyTouroit akckpewumuu M-6enka c mouow Ha 90% wnu bonee
mmbo go yposhs meree 200 mr 3a 24 y.

Ecv M-6enok B cbiBOpOTKe M MOYe He OMpeensercs, To BMECTO KPUTEPHEB, OCHOBAHHBIX HA copepXamu M-6enka, Tpebyercs cHuxetue
PA3HMLbI MEXY KOHLEHTPALMAMM «BOBNEYeHHbIX» U «Hesoneyerbix» CIILL wa 50% wan Gonee.

Ecnm M-6enok B ceiBopoTke 1 Move, O Takxe cBOBOAHBIE NIETKAE LiEMH B CHIBOPOTKE HE OMPEAENSANCS, TO BMECTO KPUTEPHEB, OCHOBAHHBIX

Ha copepxauu M-Benka, Tpebyetcs ymeHbLueHHe KONMUYECTBA NIA3MATHYECKUX KIIETOK B KOCTHOM Mo3re Ha 50% wnu Gonee npu ycrnosum,
4TO MCXOMHBIA YPOBEHb NNA3MATHYECKUX KneTok cocTasnsn 230%.

MoMuMO BbiLUEYMOMSHYTLIX KPUTEPHEB, ECTTH CXORHO HMENMCh NNA3MOLMTOMI, TO HEOBXOMMMO YMeHbLLIEHHE WX pa3Mepa (cymMapHoro
3HOYEHUS MOKCHMOTbHbIX NEPNEHAMKYNISPHbIX AUAMETPOB H3mepsiembix odaros)” Ha 50% unu Gonee

CJIL, — cBobopHsle nerk1e uenu

Kumar S., Paiva B., Anderson K. C. et al. International Myeloma Working Group consensus criteria for response and minimal residual disease assessment in multiple myeloma Lancet Oncol. 2016 Aug; 17(8): €328-e346.

npoponxetue Ha ctp. 136
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MHoxecteeHHas muenoma (MM) (2)

EavHble kputepum npotMBoonyxonesoro oteetd cornacHo pekomeHpaumnam IMWG 2016

Karteropus otsera

Kpurepum otserta

Munumanshbiii oteer (MO)

CHuxeHve yposHs cbisopoTodHoro M-6enka Ha 25% unu Gonee (Ho MeHee wem Ha 49%) u cHuxenne cyTouHoi akekpewun M-6enka ¢ Modoit Ha 50—89%.
ToMMMO BbiLLIEYKA3THHbIX NAPAMETPOB, ECIM HCXORHO MMENMCh NNA3MOLMTOMSI, TpeByeTcs Takxe yMeHblueHwe ux pasmepa Ha 50% 1 Gonee (cyMMapHOe 3HaueHMe MAKCHMAbHbIX
NepreHAMKYNPHbIX SUAMETPOB H3MEPSEMbIX 04aroB)?

Crabunusaums sabonesanus, C3

(He peKOMeHA)’eTCﬂ anMeHﬂTb B KaYyecTee
HHHMKOTOPO OTBETA HA JIeYeHHe; CTO6MJ1H30UMS|
3060ﬂeBGHH§| J'IquLIe BCEro onuchiBaeTca nokasa-
Tenem BpeMeHH A0 MPOrpPeccUpoBaHHMs)

PesynbTarei nedenus He COOTBETCTBYIOT HU KPHTEPHSIM ONHON PEMMCCHM, HM KPUTEPHSM O4EHb XOPOLIEH YACTUHHOM M HOCTHYHOM PEMMUCCHM, HM KDMTEPHSM MUHMMOIBHOTO OTBETA,
HY KpUTEPHSIM NPOrPeccHpoBaHMs 3abonesatms

Mporpeccupoeanue sabonesanns > *
(Mcnonbayetca ans pacyera BpemeHy Ao nporpec-
CUMPOBAHMS U BbIXMBAEMOCTU 6es nporpeccupoea-
HUS ANS BCEX NALMEHTOB, BKIOYAS HAXOAALMXCS
B COCTOSHWM NONHOM pemuccum. np“MeHMMO

NpU NepBUYHO-Nporpeccupyloluem Tevernt MM
1 NPOTrPeccHpOBAHMM 3060N€BAHHS HA poHE
neyenus unv bes Hero)

Hannume opHoro unm Gonee M3 nepeuucneHHbIX KpUTEpHER — NOBbILIEHHE NOKa3aTens Ha 25%, CYATAs OT CAMOTO HU3KOTO NOATBEPKACHHOTO 3HAYEHHS:
¢ M-komnoHenTa B chiBopoTke (abcontoTHoe noBbileHme AONXHO cocTarnsTs 2 5r/n).
¢ M-komnoHenTa & coiBopotke Ha 2 101/, ecnu camoe Hu3koe 3Hauenwe Bbino 2 50 /.
*  M-komnoHeHTa B Moue (abconioTHoe noseiwerme gonxHo coctasats 2200 Mr 3a 24 u.
[ins NaUMEHTOB C <HenaMepseMbiMu» yposHamMH M-Eenka B coiBopoTke Unm Move:
*  M3MeHeHMe Pa3HUL MEXAY YPOBHSMM KBOBNEYEHHbIX» U «HeBoBReyeHHbix» CJIL|
(aBcontotHoe nosbierre gonxHo cocrasnsts > 100 mr/ n).
[ins NAUMEHTOB C HenaMepseMbiMu» ypoBHsMM M-6enka B chiBopoTKe M Mode 1 OTCyTCTBHEM HaMepsembix BoneyerHbix CIILL;
*  abconioTHoE yBENMYEHHE NNA3MATUECKUX KIIETOK B KOCTHOM Mo3re 2 10%, BHe 30BCHMOCTM OT UX UCXOBHOTO YPOBHS.

MosiBneHMe HOBbIX 04ATOB, yBEAHYEHHE Pa3MEPOB (CyMMbl MOKCHMANbHBIX NepREeHANKyASpHbIX AuamMeTpos)? Gonee yem Ha 50% OT MMHMMANBHOTO 3HAHEHHS N0 KpQiHeH Mepe
OfIHOTO OYAra, MNU yBENM4eHHe HanbonbLIero auameTpa craporo ovara Gonee vem Ha 50% np ero ucxopHbix pasmepax > | cM Mo MUHUMANBHOM OCH.
YeenuueHve LpKy MpyIOLIMX NNa3MATH4ECKUX KneTok Gonee wem Ha 50% (mutumansHo Ha 200 kneTok/ Mk, ecan 3To eauHCTBEHHOE NposiBREHHe 3abonesatKs

CJIL, — cBobopHble nerk1e Lenu

Kumar S., Paiva B., Anderson K. C. et al. Infernational Myeloma Working Group consensus criteria for response and minimal residual disease assessment in multiple myeloma Lancet Oncol. 2016 Aug; 17(8): €328-46.

npoponxeHrue Ha ctp. 137
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MuoxecteenHas muenoma (MM) (3)

EavHble kputepuu npotmeBoonyxonesoro oteetd cornacHo pekomeHaaumnam IMWG 2016

Kareropus oteera

Kpurepuu oteeta

Knunnyeckmit peunaus

(He ucnonb3yetca ans pacyeta BpeMeHn A0 NporpeccH-
POBAHMA UAU BLDKUBAEMOCTH 683 NPOrpeccupoBaHus, HO
MOXET HCMONb30BATHCS B PYTUHHOM KNUHHYECKOH NPaKTHKe)

¢ KnuHudeckwit peLpaye XapaKTepuayeTcs OaHuM v Bonee M3 NPUIHAKOB, NOATBEPXACIOLIMX PACTPOCTPaHeHKe BoneaHy 1/ unu HanMume OpranHoi HeaocTatouocTu (npusHaku CRAB),
CBSI3AHHOM C nponu¢epau,ueﬁ KNOHANbHBIX NNA3MATUYECKMX KNETOK.

0 P03BHTH8 HOBbIX MATKOTKQHHBIX MIA3MOLUTOM MUNTU KOCTHBIX O4AroB (OCTGOI'IOPGTW'IECKHG nepenombl He ABNAIOTCA NPU3HAKOM ﬂpOrPeCCMpOBUHMﬂ).

¢ TlopTBEPXAEHHOE YBENHYEHHE PA3MEPT CYLLIECTBYIOLIMX NIA3MOLMTOM MITM KOCTHBIX O4GTOB, TO €CTb YBENMYEHHE Pa3MEPOB (CyMMbl MaKC X
yem Ha 50% (v He meHee yem Ha T cM).

¢ [unepkansuvemns (> TImr/ g uan 2,75 mmons/ n).

¢ CHuxeHue ypoBHs reMornobuHa Bonee vew Ha 20 /7, He CBA3QHHOE C TepanMei UM Ay TUMH np!

o N YPOBHS Kf B CbIBOPOTKe A0 2 Mr/ An wnu Gonee 177 mkmons/n nocne Havana Tepanm M CBA3AHHOE C MUENOMOM.

0 CHHAPOM MOBBILIEHHOH BA3KOCTH Kpoeu

avametpos)’ Gonee

, YA

Peunaue nocne nonHoii pemmuccum

(nocne MP)* (ucnonbayeres Tonbko B Tom cnyyae, ecau
13y40eMOH KOHEYHOM TOUKOM ABASIETCS BbKMBAEMOCTb 6e3
nporpeccuposanms — BBIM)°

HGJ'IH"ME OAHOro MU 601158 nu3 Cneayruwux I'IpH3HGKOB
MosTop M-6enka B cbiBopoTKe MM Moue, o6Hapy>KeHHoe METOAOM MMMYHODUKCALMHK MM 3nekTpodopesa.
¢ Buisenenwe B KocTHOM Mo3re 2 5% nnasmaTuueckux knerok °.
* Tosenenve nio6oro Apyroro NPUIHAKA NPOrPECCHPOBAHHS (HAMPHMEP, HOBLIX NNA3MOLMTOM, ATHYECKMX KOCTHBIX O4GIOB HAW FUNEpKanbLMEMHH)

Peunpaus nocne MOB-HeratueHoi pemuc-
(T

(MCHOHBC!)’ETCSI TOMbKO B TOM Cny4ae, eciu M3)"‘IGEMOH
KOHEYHOM TOYKOW ABASIETCS BbIXMBAEMOCTb 6e3 nporpeccy-
posakus — BBM)®

Hanwune opHoro un Gonee u3 cneayoLiux NpU3HaKoB:

0 yTepﬂ MOB -HEraTMBHOCTU (I'IOATBGPXHGHHE HANUYUA KNOHANBHBIX NNA3MATUYECKMX KNETOK METOAOM C [ HOBOrO UM c P u PUM HoBOTO
M BO3BD ¢ uenons 4YBCTBUTENbHbIX METOROB BH3YNU3aLMH).

*  T[loerop M-6enka B cbiBopoTke M Moue, obHapy METOAOM MMMYHODUKCALWMHU MU 3NeKTPOGOpesd.

¢ BuisBnenue B KocTHOM Mo3re 2 5% nnaamaruueckmx knetok’.

* [losenetve no6oro Apyroro NPU3HaKa NPOTPECCHPOBAHHS (HANPUMEP, HOBbIX MNA3MOLIUTOM, UTHYECKMX KOCTHbIX 04QTOB UAM THNEPKANbLAEMMH)

'Y naumenTos ¢ «M3MepseMbiM» 3a6011EBAHHEM, Y KOTOPbIX AOCTUXEHME MONHOM M OYeHb XOPOLLET YaCTUYHOM PeMMCCHM NoaTBEpXAaeTCs Tonbko Hankumem CIILL B ciBopoTke, nonHas peMMccHs onpeaensieTcs B cyyae
HopmanbHoro cootHowenus CJILL (0,26—1,65) B pononHeHue K BbilLeynoMsHy ThiM KPUTEPHSM NONHON PEMUCCHM; O4EHb XOPOLLAS HACTUYHAS PEMMCCHS ONPEAENSETC KaK CHUKEHWE PA3HMLbI YPOBHEH KBOBAEYEHHDIX»

 «HesoBneyeHHbix» CJIL, 6onee yem Ha 90%.

Bce kateropum oteeta (nonHas, CTporas NoHAs, O4eHb XOPOWASs YACTUYHAS M YOCTUYHAS pemuccui) TpeByioT ABYX NOCNeAOBATENbHBIX M3MEPEHMH, MPOBEAEHHBIX B N060e Bpems A0 HA3HAYEHHs Ni0BOoi HOBOM TepanuM.
KuTeropMM NONHOro OTBETA, YACTUYHOrO OTBETA U CT06MHM3OL|MH 3060HeBOHMSI He TpesleT peHTI’eHOrpO¢M‘IeCKOI’O NOATBEPXAEHUS OTCYTCTBUS NPOrPeCCUPOBAHMUS KOCTHBIX OHArOB MU NOSIBNIEHWUS HOBbIX KOCTHBIX O4QroB.

Bce KATeropuu oTeeTa, 3a UCKIIIOYEeHUEM CTOGHHMZ{OL{MM, 6)’AYT CYUTATLCS HEMOATBEPXAEHHBIMM [0 NPOBEAEHUS MOBTOPHOIO MCCNeAO0BAHMA. HOTO BbINO.

KOHEYHOH TOYKM, HANpPMMeEpP ANUTENLHOCTU OTBETA.

Dﬂﬂ MNAUMEHTOB, AOCTUILLMX OYEHb XOPOI.I.Ieﬁ YACTUYHOM PeMH1CCHU NO OCHOBHLIM KPUTEPHUSM, NPU HATUYUU MATKOTKAHHBIX NJIA3MOLUTOM

nepeoro ucc cyMTaeTcsa HOTOE OTBETA ANs onpeneneHus

£

MO TaKXe Y ux pasmepa Ha 90% u Gonee (cymmapHoe 3Ha4eHme

MAKCHMANbHBIX NEPNIEHANKYNSPHbIX AUAMETPOB M3MEPSEMbIX O4QrOB).

Hi B nn LLUT AOMXHO NPOBOAMTLCA NOJb:
2 UsmepeHue pasmepo A3MOLMTOM A0. [o] OBOAUTLCS C MCMOJIb3O

KT (npu npol

N3T/KT) unu MPT unu eeipenennbix KT-ckaros, koraa 1o npumeHnUMo. [ins NauMeHTOB ¢ BOBIEYEHMEM KOXM KOXKHbIE

o4ary U3MepsITCs C NOMOLLbIO NINHENKN. PU3MePbl onpeaensoTcs KaK CyMMa MOKCUMQITbHBIX NePreHAUKYNSPHbIX AMAMETPOB.

° Her Heo6X0AMMOCTH KOHTPONILHOTO HCCNEAOBAHMS KOCTHOTO MO3I.

“ Bce kaTeropuy peunamsa TpebyIoT ABYX NOCNEAOBATENbHBIX M3MEPEHMH, NPOBEAEHHbIX B N060e Bpems 40 Ha3HA4YeHMs No6oil HOBOM TepanuM.

* [ing pacyeta BpeMeHM 4O NPOrPECCMPOBAHMS M BLKMBAEMOCTU Be3 NPOrpeccMpoBaHMs NALMEHTHI C TONHOM PEMMCCHEN TAKXKE AOMKHbI OLEHUBATLCS MO BbILLIEYKA3AHHBIM KPUTEPHSM HO NPEAMET NPOrPECCHPOBAHMS GonesHM.
© Peumane nocne NoNHOM PeMUCCUM XAPAKTEPU3YETC NOBbILIEHHEM COAEPXKAHMS NNA3MATMYECKMX KNETOK B KOCTHOM Mo3re Bonee 5%, B To Bpems KaK Ans APYrMx kateropui peunamsa — Gonee 10%.

MOB — MuHUManbHas octatouHas GoneaHs.

Kumar S., Paiva B., Anderson K.C., et al. International Myeloma Working Group consensus criteria for response and minimal residual disease assessment in multiple myeloma. Lancet Oncol. 2016;17(8):¢328-46.
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ConurapHas nnasmouuroma

Knaccupuxaums BO3 2017

AunarHoctyeckne Kputepumn

COJ’IMTGPHGSI KOCTHQAA njia3MoLMTOMA

¢ OpuH ouar NOPaXeHHs KOCTU KNOHANbHbIMM MA3MATUYECKAMM KNETKAMM
* Her cumntromokomnnekca CRAB

(BeposTHOCT TPAHCHOPMALMK BO MHOXECTBEHHYIO MUENOMY B TE4eHHe NepBbiX

3-4 ner — 60%)

IKCTPaMeAyNNApHAS NNA3MOLMTOMA

¢ OpuH oyar NOPaXeHHs MArKUX TKAHEM KIOHANbHBIMM NNA3MATUYECKMMA KNETKAMM
* Her cumntomokomnnekca CRAB

(BeposTHoCT TPAHCHOPMALMK BO MHOXECTBEHHYIO MUENOMY B TE4EHHE NepBbiX

3-4 ner — 20%)

: - .
Cumntomokomnnekc CRAB (runepkanbiiMemys, noBpexeHHe novek, aHemus, octeopectpykuuu) | | Swerdow S. Hetal. WHO dassfication of tumours ofhaematopoiefic and

lymphoid tissues. Revised 4th Edition. IARC, Lyon, 2017.
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ConurapHas nnasmouuroma

JononnutenbHble KPUTEPUM CONUTAPHON NNA3MOLIUTOMBI —
nepecmotp MexayHapogaHoii Paboueii [pynnbi
no usyuenuio MM (IMWG-2014 r.)!

HuarHocTyeckue KpuTepun

COHMTGPHGSI niasmMouMTomMa 6e3 BOBNEYEHMS
KOCTHOro Mo3ra

*  Hanuuue nopaxeHns KOCTeR MMM MATKMX TKAHEH KNOHANbHBIMM MAA3MATHYECKMMM KNETKAMM,
NOATBEPXAEHHOE MPU TUCTONOrMYECKOM MCCIIEAOBAHMM.

¢ OrcyTcTBUE NOPAXEHUS KOCTHOTO MO3IQ KIIOHABHBIMA NA3MATHYECKMMM KNETKAMM.

*  HopmanbHas peHtreHonor1yeckas KAPTUHA KOCTEH M HOPMABHOE COCTOSHUE MO3BOHKOB
u koctei Taza npu MPT (unu KT), 3a uckniouenmem conuraproro oyara.

*  Orcyrcrene npusHakos CRAB-cuHapoma, cBS3aHHOTO ¢ nponMdepalyuei nIasmaTHyeckux
KneTok

COJ’IMTGpHGﬂ nJ1a3mMoOLUTOMA C MUHUMATbHBIM
BOBJie4eHMEM KOCTHOro Mo3ra

*  Hanmnuue nopaxeHus KOCTEN UM MATKMX TKAHEM KNOHAbHBIMM MNA3MATMHECKMMM KIIETKAMM,
MOATBEPXAEHHOE NP TCTONOTMYECKOM MCCNIEAOBAHMM.

*  Hanuune KnoHanbHbIX NAA3MATHYECKMX KNETOK B KOCTHOM Mo3re meHee 10%.

*  HopmanbHas peHTreHoNor4eckas KapTMHA KOCTEH M HOPMANbHOE COCTOSHME NO3BOHKOB
u koctei Taza npu MPT (unu KT), 30 uckntouennem conuraporo ouara.

¢ Orcyrcrene npusHakos CRAB-cuHapoma, cBs3aHHOrO ¢ nponMdepalyen nnasmatHyeckux
Knetok

MPT — MarHuTHO-pe3oHaHcHas Tomorpadms
KT — komnbioTepHas Tomorpadms
Cumntomokomnnekc CRAB (runepkanbupemus, NoBpexaeHme Noyek, GHEMHs, OCTEOAECTPYKLMM)

""Rajkumar S. V., Dimopoulos M.A., Palumbo A. et al. International Myeloma Working
Group updated criteria for the diagnosis of multiple myeloma Lancet Oncol. 2014
Nov; 15(12): €538-48.
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CuctemHbin AL-amunoungos

Cuctemsl crapupoBanus

MporHoctuyeckas cuctema craguposanus AL- amunounposa

(Mayo 2004 staging system and its European modifications

MporHocTyeckas cucrema NOPAKEHMUS NOYEK
npu AL- amunomngose (Palladini G., 2014)

Mpumeuarme: NT-proBNP — N-TepM1HanbHbIi nponentia, HATpuitypeTHye-

ckoro ropmoHa. BNP — Mo3roBo# HaTpuitypetmyeckuit nentua.

XBIN — xpoHnyeckas 6onesHb noyek, CKD — ckopoctb knyboukosoi

bunbTpaLmm

Palladini G, Hegenbart U, Milani P. A staging system for renal outcome and early markers of renal response to chemotherapy in AL amyloidosis. Blood 2014; 124(15):2325—32.

2013 and 2015) *
o C BepostHocTb pazsutus
oKasdresnib Taans CTGAMSI MabameTos! TepMMHGHbHOﬁ cragum
pameTp XBI B reyenue 3 net nocne
|: 060 MapKepa HMXe YKA3THHbIX 3HAYEHMH YCTAHOBKHM AuarHo3a, %
NT-proBNP 332 /i lIH zf::”:spxep BbILLIE MM PABEH YKA3QHHBIM D%T(T;“: );%“::/SMZ:YT 0
(unut BNP 81 nr/n).
T-tpononm 0,035 Hr/Mn | jjiq: o6 MAPKepA BbLIE YKA3AHHbIX 3HAYEHHH, [ Mporewnypua > 5 r/cyt 7
(unm I-rpononun 0,1 Hr/mn) NT-proBNP <8500 kr/n unm CKD <50 mn/muw
Illb: 06a Mapkepa Bbile yKA3GHHbIX 3HAYEHHUH, M MporewHypus > 5 r/cyr 60
NT-proBNP 28500 wr/n u CK® <50 mn/mu
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CuctremHbin AL-amunoungos

Cucremsl crapupoBaHus

MporHoctnyeckas cuctema

Kpurepum nopaxenus oprasos npu AL- amunongose ***

craguposanus AL-amunonposa MopaxeHue opraHa | [lononHuTenbHbIE METOALI MCCNEAOBAHMS
(Revised Mayo Clinic System, 2012)** IxoKT: yronuienme mexxenyso4koBoi neperopoaku >12 Mm npu otcyTcTBMU
Cepaue Apyrux npuuuk, nosbiwene NT-proBNP > 332 nr/mn (npu otcyTcTamm
Mokasarens | 3nauenne = Bannbi NOYEYHON HEROCTATOYHOCTH UK GUBPUANSLMM NpeacepaMH)
T-rpononw 0,025 r/hun : Moyku Mpotemnypus > 0,5 r/cyT (npenmywectaerHo 3a cuet ansbymuHa)
1. Y3U: ysennuenue kocoro pasmepa npasoi aonu > 15 cm B otcyTeTame
NT-proBNP 21800 nr/a ! JETIT: ;?’I)'IA::::J:::: zi::;::}:::;deJ 6onee yem 8 1,5 pasa sbie sepxHero
3HQYEHMS HOPMbI.
i Tl 2180 i/ ] HepeHas cucrema: 1. CMMMeTpMSHGSI CEeHCOMOTOPHAS Nepudepuyeckas NONMHEHPONATHS.
Yucno Gannos | Craaus ::Tp:iipr:ﬂecm ?;4 rﬁ;zzo”r:rlg;nlo;)m-lemponomq ( ractponapes, oproctatuyeckas
MopaxeHue xenyaka ObHapyxeHue aMMNOUAA B BHONTATE B COYETAHNM C KITUHUYECKAMA
0 I W KMLIKK CUMNTOMAMM AMCHYHKLMU XeNYAOUHO-KHILIEYHOTO TPAKTA
: " I'Iopa)i(euue MSTKMX Makpornoceus, apTponaTis, CMHEPOM KAPMIANLHOTO KAHANG,
TKaHeH TMMPAAEHONATHS, NOPUXEHME KOXH
2 M T G BT Hannyue amunonaa s 6MOI‘ITOTevﬂeFKOFO B COMETAHMM C KNMHUYECKAMA
CcMMNTOMaMM. Ha KOMNbIOTEPHOM TOMOrPaMME MHTEPCTULMANbHbIE U3MEHEHHS
3 v ***Kumar S, Callander N, Adekola K et al. Systemic Light Chain Amyloidosis, Version 2.2023. Nat/ Compr

Canc Netw. 2023;21(1):67-81.

*Dispenzieri A, Geriz MA, Kyle RA, et al. Serum cardiac troponins and Nterminal pro-brain natriuretic peptide: a staging system for primary systemic amyloidosis. / Clin Oncol. 2004; 22:3751-7.

**Kumar S, Dispenzieri A, Lacy MQ et al. Revised prognostic staging system for light chain amyloidosis incorporating cardiac biomarkers and serum free light chain measurements. J Clin Oncol 2012; 30(9):989—-95.
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AlL-amunongos

KpUTEpWM OTBETA HA TEPANMIO

prrepvm reMmartosiornyecKkoro oTeeta

npum AL- amunoungose’

Monneiit oteet (NCCN)*

OTCYTCTBME NAPANPOTENHA B CLIBOPOTKE U MOYE MO AAHHBIM MMM)’HO¢MKCO-
Li¥M NNOC HOPMAJbHbIE 3HAYEHUS U OTHOLIEHUE C8060HHBIX NErkux uenem
HMM)’HOI’nosynMHOB B CbIBOPOTKE.

Kpm‘epuu KJIMHU4YEeCKOoro oTeeta npu AL-GMMHOMAOSE

Monubiit oteet (EHA-ISA)**

COoAepxanue BOBNEYEHHON CBO60AHOH nerkow uenu MMM)’HOFnos)’HMHOB

Knuuuueckuit oteet Ha Tepanuio OUEeHMBAIOT OTAENbHO AN KAXAOro NOPaXeHHOro opraHa yepes
6 MecsueB OT AOCTUTHYTOro reMaTosIorM4yeckoro oTeeTa.

MeHee 20 Mr/n unu pasHULa MeXay BOBA 11 HEBOB
BOBORHBIMM NIErKMMH Liensmu uMMyHornobynuHos menee 10 mr/n.

OvyeHb XOPOLKH YACTUYHBIA
oTBer

YCTAHABAWBAIOT, ECAM UCXORHO PAIHALA MEXAY NATONOTUYECKUMA U
HOPMQbHbIMH CBOBOAHBIMM NIETKMMH Liensmu uMMyHornobynuxos 250 Mr/n,
anocne nedenus <40 mr/n.

Yactuunbii oteet

YCTAHABAMBAIOT, ECIM UCXORHO PAHULA MEXAY NATONOMMYECKMMM U
HOPMONbHbIMU CBOBORHBIMM NETKUMH LienaMu MMMyHOMOBYnMHOB 250 mr/n,
anocne nevexus cHuaunack Ha 50%.

CeppeyHbiii oTeet

cuuxenne NT-proBNP Ha 30% unu 6onee uem Ha 300 Hr/n y naupuentos
¢ exopHbim 3Hadennem NT-proBNP > 650 Hr/n unu nossiweHme GyHKuuoHanbHOrO
Knacca cepaeyHoit HepocTatouHocT (Ha 2 v Gonee knacca Npy UCXORHOM Knacce

no NYHA 3—4).

OrtcyTcTB1E MUHUMANbHOH
pe3uayansHoi Gonesu
(ctpormit nonwiit oTset)

OTCYTCTBME NAPANPOTEMHA B CbIBOPOTKE M MOYE MO AAHHBIM MMMYHOMKCA-
UMM NAIOC HOPMATbHBIE 3HAYEHNS W OTHOLEHHE CBOBOAHBIX NETKUX Leneit
UMMy HOFNOBY/UHOB B CHIBOPOTKE MAIOC OTCYTCTBHE ABEPPAHTHbIX NAA3MATH-
4YECKMX KNETOK B KOCTHOM MO3€ N0 Pe3ybTaTaM NPOTOYHOM LUTOpyopHMe-
Tpu (npy nopcyete 2 MaH knetok).

oTC)’TCTBMe remaronoruye-
CKOro oTeeta

CHUXEHUE CORPXAHMS CBOBOAHbIX NErKMX Lienei UMMyHOrnoby MHOB MeHee
4eM Ha 50%, ecnu HCXORHO UX KoHUeHTpauus Bbina Gonee 50 mr/n.

MoyeyHi oTser

CHUXEHHUE CyTOuHOM NpoTenHypuu Ha 30% OT UCXORHOTO 3HAHEHHS UM MeHee
500 r/cyT npy OTCYTCTBIUM MPOTPECCHPOBAHMS MOYEYHOM HEAOCTATOYHOCTH
(cHnxenns CKD bonee uem Ha 25% OT UCXORHOTO 3HAYEHMS).

***YacTuuHblif oTBET NpH
HU3KOM HCXOBHOM 3HAYEHUM

cBOBOAHBIX NETKMX LN MMMYHOTNOBYMHOB: PA3HUL COAEPXAHUS CBO-
BopHbix nerkux Leneil uMMyHornoBynunos nocne nevenns <10 mr/n, ecnn
MCXOBHO MX KoHLeHTpaus coctasnsna 20—50 mr/n.

* Kumar §, Callander N, Adekola K et al. Systemic Light Chain Amyloidosis, Version 2.2023. Nat/ Compr Canc
Netw 2023;21(1):67-81.
** Wechalekar AD, Cibeira MT, Gibbs SD et al. Guidelines for non-transplant chemotherapy for treatment of
systemic AL amyloidosis: EHA-ISA working group. Amyloid 2023; 30(1):1-15]]

*** Palladini G, Milani P, Merlini G. Management of AL amyloidosis in 2020. Blood 2020;136(23):2620—-7.

MeyeHouHbIf oTBET

cHmxenne aktueHocTy LLU® Ha 50% nnu ymeHbwenme pasmepos nedern Ha 2 cm
no pesynetaram KT.

Kumar §, Callander N, Adekola K et al. Systemic Light Chain Amyloidosis, Version 2.2023. Nat/ Compr Canc Netw

2023;21(1):67-81.

Palladini G, Milani P, Merlini G. Management of AL amyloidosis in 2020. Blood 2020;136(23):2620—7.
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Conoctaenenue knaccupukaumotbix cxem T- u NK-kneTouHbix numdpongHbix nponudepaumii/ numeom:

peaakums 4 uspanms BO3 2017 r., 5 uspanme BO3 2022 r., MexayHapoaHbiit KoHceHcyc no knaccudukaumm numepom (ICC 2022)

BO3 pep. 4 u3n., 2017 .

BO3 5 u3gn., 2022r.

| IcC, 2022.

3pensie T-knetouHbie 1 NK-knetouHbie neitkosbl

3pensie T-knetoutbie u NK-knetounbie neitkossi

T-KNeTouHbIA NPOAMMPOLUTAPHIN NEHKo3

T- nponuMdoLmTapHBIi Nefiko3

T-KneTouHEIH NPONMMGOLMTAPHI Neiko3

T-KneTouHbIA NeiKo3 U3 BONbLIMX rPaHYNSPHbIX AMMGOLUTOB

T-KNeTouHbIA Ne/K03 U3 BONbLIMX rPaHYNAPHbIX AMMGOLUTOB

T-KNeTouHbI NEMKO3 13 BONbLIMX FPaHYAFPHBIX MMMGOLMTOB

Arpeccushbiit NK-knetouHbi neitkos

Arpeccushbiit NK-knetouHbi neitkos

Arpeccurbiit NK-knetouHbii neitkos

T-kneTouHbiit neiiko3/ numcoma BIpocabix

T-kneTounbiit neiiko3/ numcoma B3pocabix

T-KneTouHbIi Neifko3,/ AMMBOMA BIPOCTbIX

Xpormueckoe NK-knetouHoe numdonponudeparueroe sabonesanme
(npeagaputensHas Hosonorms)

NK-kneTouHbiit neitkos u3 6onbLIMX FPaHYASPHBIX TMMPOLUTOB

Xpotmueckoe NK-knetouHoe numonponndeparusroe sabonesatme
(npeasaputensHas Hosonoms)

Curppom Cesapu

EBV-nosutueHoe T-knetoutoe u NK-knetouroe numdonponudeparms-
Hoe 3abonesatue (LPD) y gereit.

EBV-noaumeroe T/ NK-knetouroe numdonponudeparmeHoe sabonesarme (LPD)
y AeTeit

EBV-noautmsHbie T-knetoutbie 1 NK-knetoutbie aumponponudepaumu
M IMMGOMBI Y AETEN.

Tumponponndeparueroe sabonesatime (LPD) nogobHoe caetosoi
ocne)

Jumbonponndepatueroe sabonesarme (LPD) nopobroe ceetoroii ocne

Tumbonponudepateroe sabonesanue (LPD) nogobHoe caerosoii
ocne)

Taxenas annepruyeckas peakuus Ha yKycbl KOMapoB.

Taxenas annepruyeckas peakuus Ha yKycbl KOMapoB

Taxenas annepruyeckas Peakums Ha yKycl KOMApOB

Xporuueckas akmusHas EBV-undekups T- u NK-knerouroro mna,
cucTeMHas Gopma

CucremHoe XPOHHU4EeCKOe aKTUBHOE EBV-OCCOHMMPOBOHHOG 3abonesanne

XpoHuueckoe aktusHoe cuctemnoe EBV-accounmposantoe sabonesa-
Hute ¢ ummyHoderonom T- u NK-knerok

Cucremnas EBV-nosutvsras T-knetounas numdoma y peteit

Cucremnas EBV-nosutvsnas T-knetounas numdoma y peteit

Cucremtas EBV-nosurueras T-knetouas aumdoma y peteit

EBV-noautmsHbie T- u NK-knetoutbie aumpomsl

Mepsuynas EBV-nosumusHas Hopanskas T-knetouas uan NK-knetounas
numdoma (sapant PTCL, Ge3 gononHmTensHLIX yTouHeHHH)

EBV-noautusras HopansHas T- u NK-knetouas sumdoma

Mepeuunas HopansHas T-knetounas/ NK-knetouas numpoma
(npeasaputensHas Hosonoms)

Sxcrparopanshas NK/ T-knetouHas AMMOMa, HA3anbHbIA TvR

Sxcrparopansras NK/ T-knetouas aumdoma

kcrpaonansias NK/ T-knetouxas numdoma, HasansHbii Tun

npogonxenue Ha ctp. 144
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Conoctaenenue knaccupukaumontbix cxem T- u NK-knetouHbix numpoungHbix nponndepaumii/ numeom:

peaakums 4 uspanus BO3 2017 r., 5 uspanue BO3 2022 r., MexayHapoaHbIin KoHceHcyc no knaccudukauum numeponm (ICC 2022)
(npoponxenue)

MHrectuHanbHble T-kneTouHbIE TUMBOMBI

Murectunanshble T-u NK-knerouHble numbonponudepaupm u iumpoml

UntectuanbHble T-kneTouHbie IMMGOMI

T-kneTouHas nmMdoMa, accouMMpoBanHas ¢ anteponarweid (EATL)

T-kneTouHas nMMdOMa, accoLMMpoBaHHas ¢ aHTeponarweid (EATL)

T-kneTouHas IMMOMA, accouumMpoBanHas ¢ axteponatueld (EATL)

Pedpaxrepras uenakus, ™n Il (npepwectsentmk EATL).

MOHOMOP¢HGH 3MUTENUOTPONMHAANHTECTUHANLHAS T-knetouHas

numdoma (MEITL)

MoromopdHas anurenuotponHas uxTecTHHanbHas T-knetouxas numdoma (MEITL)

MoHoMopdHas 3NUTENUOTPONHAS MHTECTUHANbHAS T-KNETOYHAS

numdoma (MEITL)

MhrecturansHas T-knetounas aumdoma, 6e3 AONONHUTERbHbIX
YTOUHEHHUH

MutectnansHas T-knetouHas nhM¢OMO, 6e3 BOMNOJSHUTENbHBIX )’TO"IHeHMﬁ

WUnrecturanshas T-knetouas nmdoma, 6e3 fononHTenbHbIX
YTOUHEHUH

Mnponenthoe T-knetouoe nmmponponudepatmsHoe 3a6¢

4 Hoe T-knetouHoe numdonponudeparmeHoe sabonesanue (LPD) xeny-

(LPD) xenyaouHo-kuweuHoro Tpakta

[OYHO-KHULLEYHOTO TPaKTa

MHponenTHoe knoHansHoe T-knetouHoe numMdonponudepatusHoe
3abonesakme (LPD) xenygouHo-kuweuHoro Tpakta

Uuponentioe NK-knetouroe numdonponudeparveroe sabonesarme (LPD)
XenyAOYHO-KULIEYHOrO TPAKTa

Unponentroe NK-knetouroe aumonponudepatusroe 3abonesatme
(LPD) xenygouHo-kuwesHoro Tpakta

lenatocnnenuyeckas T-knetouHas nMmdoma

[enarocnnenmyeckas T-knetouHas nmdoma

[enarocnnenmyeckas T-knetouHas nmdoma

lenatocnnenuyeckas T-knetouHas nMmdoma

MepauyHas koxHas T-kneTouHas amMoma

TprBoBMaHbIi MMKO3.

TpuBoBHaHbIA MUKO3

TpuGOBMAHII MHKO3

Cunppom Cesapu

Crnppom Cesapu (nepeneceH B paspen neiikossi)

Cunppom Cesapu

nOﬂKO)KHOSI HOHHMKYHMTOHOA06HO§I T-knetouHas nMM¢OMO.

nOﬂKO)KHOSI HOHHMKYHMTOHOA06HO§I T-knetouHas nMM¢OMO

MopkoxHas naHHuKynuTonopobHas T-knetouHas nmboma

Mepsuunoe koxHoe CD30-nosumusHoe numponponudepareroe
3abonesanme (LPD):
-NMMBOMATOUAHBIN Nanynes;

-NepBUYHAA KOXHAS HANNACTUYECKAS KPYNHOKNETOYHAS H“Md)OMU

Mepanunoe koxroe CD30-nosumeHoe nmdonponndeparueHoe sabonesarme
(LPD):

-NMMBOMATOUAHBIN Nanynes;

-NIePBUYHAS KOXHAS GHANAACTUYECKAS KPYNHOKNETOUHAS THMPOMA

Mepsuunoe koxHoe CD30-nosutusHoe numdonponudepatsHoe
3abonesanue (LPD):

-IMMOMATOUAHBIA nanynes;

~NePBMYHAS KOXHOS QHAMNACTHHECKAS KPYMHOKAETOUHAS IMMGOMA

Mepauyas koxHas nepudepudeckas T-knerouHas ammpoma,
peaKkue NoATAMbI

npogoNXeHMe Ha cTp. 145
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Conocraenenue knaccupmkaumoHbix cxem T- u NK-knetounbix numpomngrbix nponndepaumin/ numepom:

peaakums 4 uspanms BO3 2017 r., 5 uspanme BO3 2022 r., MexayHapoaHbiit KoHceHcyc no knaccudukaumm numepon (ICC 2022)
(okoHuaHme)

Mepeuunas koxras gamma,/ delta T-knerounas aumdoma

Mepeuunas koxras gamma,/ delta T-knerounas aumdoma

Mepeuunas koxHas gamma,/ delta T-knerounas amdoma

Mepeuunas koxtas CD8-noautueHas arpeccusHas snuaepMoTponHas
uToTOKCHYecKas T-kneTouHas MMpoma

Mepeuunas koxas CD8-nosutueHas arpeccusHas anuaepMoTponHas
uuToTOKCHYeCKas T-KNeTouHas IMMpoMa

Mepsuunas koxxas CD8-nosuTMBHAS arpeccuBHAS NMAEPMOTPONHAS
uuToToKeHyeckas T-knetouHas Mdoma

Mepeuuras koxHas akpansHas CD8-nosutueHas mmpoma

MepsuuHoe koxHoe akpansHoe CD8-nosumueHoe numdonponudeparmroe
3abonesatme (LPD)

Mepeuuroe koxHoe akpanbHoe CD8-nosutueHoe
numonponudepatueHoe 3abonesanue (LPD)

Mepsuytoe koxHoe CD4-nosuueroe T-knetouHoe
numonponupepatueroe sabonesanue (LPD) 3 Menkux/ cpepnux knetok

Mepsuynoe koxHoe CD4-nosutueHoe T-knetodHoe numonponudepatusroe
3abonesatve (LPD) u3 Menkux unu cpeaHnx knetok

Mepewutoe koxHoe CD4-no3utueroe T-knetouroe
numbonponudepatueHoe 3abonesanne (LPD) u3 menkux,/ cpepHux knerok

Mepauuas koxXHas nepudepuyeckas T-kneTouHas MMMPoma, 6es AONOAHHTENbHBIX
YTOUHEHHUH

AHruonmmyHobnactHas T-knetouHas AuMdOMa 1 ApyrHe HORANbHbIE
T-kneTouHsle MMMpOMbI C MMMYHOGEHOTUMOM ONHKYNSPHBIX T-kneTok
xennepos (Tfh)

HoganbHbie T-knetouHele nuMdOMbI C UMMYHOGEHOTUNIOM donnMKyASPHEIX T-kneTok
xennepos (Tfh)

T-KneTouHble TMMBOMbI C UMMYHODEHOTUMOM BONAMKYSPHBIX T-KNeToK
xennepos (Tfh)

AtrvonmmyHobnactHas T-kneTouxas ampoma

AHrvoumMMyHOBRACTHBIA TWN

AHronMMyHOBRACTHBIA THN

Donnukynspas T-knetouHas imdoma

DonnukynspHbiii THn

DonnukynsapHbid TN

HopanbHas nepudepryeckas T-knetouHas aumpoma
¢ MMMyHodeHoTHnoM donnmkynspHbix T-knetok xennepos (Tfh)

bes pansHeifwux yTouHeHuit (6e3 AONONHUTENbHbIX yTOUHEHM)

Bes pansHeiiluwx yrounenu (6e3 gonc X YTOuHEHMH)

Anannacruyeckas KpynHoKneTo4Has IIHM¢OM0

Anannacruyeckas kpynHoknerouHas numpoma, ALK-nosummeras

Anannacruyeckas kpynHoknerouHas numpoma, ALK-nosummeras

Auannactuyeckas kpynHoknetouHas mumpoma, ALK-nosuueras

Anannacruyeckas kpynHoknerouHas numpoma, ALK-Heratusras

Anannactuyeckas kpynHoknerouHas mumpoma, ALK-Heratusras

Anannactudeckas kpynHoknetouHas nmmdoma, ALK-Herarueras

AHannacTuyeckas KpyMHOKNETOHHAS TMMBOMA, ACCOLMMPOBAHHAS
C MMNNIGHTOMX MONIONHBIX Xene3 (NpeaBapHTENbHas HO30M0Ms)

Anannactuyeckas KpynHOKneTo4Has IIMM¢OM0, QACCOLMMPOBAHHASA C UMNAHTAMM
MONOYHBIX Xene3

AHannacTHyeckas KpynHOKNETOUHAS MMGOMA, ACCOUMMPOBAHHAS
C MMNIIGHTAMM MOIOYHBIX Xene3

[Dpyras nepudepudeckas T-knetouxas nmmpoma

Mepndepryeckas T-kneTouHas iMMPoMa, 63 BONOHUTENbHBIX
YTOUHEHUH

Mepudepuyeckas T-kneTouHas nMMpoMa, Be3 AONONHUTENbHBIX YTOUHEHNUI

Mepudepnyeckas T-kneTouHas MMMPoMa, Be3 RONONHHUTENbHBIX
YTOUHEHUH
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3pensle T-kneTouHble NMMPOMBI

UmmyHopeHoTMRMYeckuin npodunb

Fan i spore | e e
nTKn Avth :::i::i T-nn AKKN rem T-6MN NK-knerounas T-kneTouHas 3ATH rpu623unnb|ﬁ
numdoma numdoma MUKO3

CD2 +/pepko - + +/- +/pepko - +/- +/pepko - + + +/- +/- +/- ‘
cD3 +/- +/- +/- +/pepko - -/+ + + - +/pepko - +/pepko - +/penxo - ‘
CD5 +/pepko - + + +/pepko - +/- -/penko + +/pepko - -/penko + +/- - +/- ‘
7 -/penko + [+ - +/pepko - [+ +/pepko - +/pepko - +/- [+ [+ -/penko + ‘
D4 +/- + + +/- +/- = = o[+ = = + |
CD8 -/penko + - - yacTb cnyyaes -/+ -/penko + +/pepko - -/+ +/— +/pepko - -/penko + ‘
cp4/ ‘
D8+ - - - 4acTb CYYaeB | yacTb Cy4aes - peako - - - -
gg:/ c:;:;:n - - 4acTb CIYYaEB | yaCTb Cy4aes + peako yacTb cyyaes peako peako - ‘
TCRap + + + +/pepko - +/- peako +/pepko - - +/pepko - +/penxo - + ‘
TCRYd -/penko + - - - - + yactb cnyyaes - - -/penKo + - ‘
TCR- ‘:;:;:B - - penko yacrb cnyyaes - - + peako peako ‘
CD10 -/penko+ | +/pepko- +/penxo - - 4acrb cyyaes - - - - - - ‘
CD25 +/- -/+ [+ Yacrb cnyyaes [+ - - - - - ‘
CD30 +/- -/penko + - - + yacTb cyyaes - - -/+ +/- ‘
CD56 -/ penKo + - - - -/ penxo + + + + - —/+ - ‘
ALK - - - - +/- - - - - - - |
CD103 - - - - - - - - - + |

CD279+* oyTeL1* S ‘
ELI%-'] B :i‘::g’:j:;:;gzI;:z:?_‘:(:‘z::ﬁ:?:: 4:8: ICT1 — renarocnnennseckos T-knetosHas nuvgoma * Orcyrerene npusHaKa Gorezyca W. Flow cytometry in neoplasfic hematology:
T-NJNT — T-knetouHbiii nponumboLMTapHIi nevko3 ;Eﬂ - }rg:z:::': :::;2123 gg:;;”;:p?:’”ﬂ:;:‘::T’:;';:g:;;?B He MCKIIoYaET AUArHo3 m;rlphologic-immunophenotyplc correlation. Second
AKKJT — aHannactuyeckas kpynHokneTouHas aumpoma ! edition. Informa Healthcare, 2010.
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T-kneto4Hble NMMPOMBI

MexpayHapopaHbIi i NPOrHOCTUYECKMIA MHAEKC M €10 MoaUIUKALUM

Bospacr (>60 ner)

Craryc ECOG (>1)

nar

Crapus (I1-1V)

JKcTpaHopansHoe Boeneyenue (>2 mect)

Bosneuenme kocTHoro Mosra

Konmuecrso tpom6ouptros (<150x10°/ )

MITN — MexpyHapoAHbI# NPOrHOCTH-
4eCKMM MHAEKC

MUT — nporHocTHyeckui MHAEKC

Ans neprdepryecknx T-KneTouHbIx
n1mgpom

M-MUT — Moandrumrporanhbii MAT
MNTKJT — MexayHapogHbii4 npoekt
T-kneTouHbIX nMMpom

OB — obwas BbIXMBAEMOCTD

BCB — 6eccobbiTHitHas BbXXMBAEMOCTD

Ki-67 (>80%) .
Weissenburger, 2011 Xu, 2015
Uupekc Wkana
5-nOB(%) | 5-nBCB(%) | 5-nOB(%) | 5-nBCB (%)
Mnn Huakwmid 0/1 50 36 48 43
[poMexyTouHO-HU3KHH 2 33 18 38 19
[pomeXxyTo4HO-BBICOKMH 3 16 15 13 0
Boicoknuit 4/5 n 9 0 0
1 Tpynna 1 0 50 34 56 33
[pynna 2 1 40 22 40 21
Tpynna 3 2 22 13 25 14
Tpynna 4 3/4 n 8 He pocturiyta 0
OOUIOHE A

Broccoli A., Zinzani PL. Blood. 2017;
DOI: 10.1182/blood-2016-08-692566
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[pn6oeuaHbIn Muko3/ cuippom Cezapm

Craaupoeanue (MexayHapogHoe obwectso no numbomam koxu, Eeponeiickas opraHmsaums no nsyyenuio

W neyeHuio paka, AMEpUKAHCKMIA KOHCOPLMYM MO KOXHbIM nuMbomam)

Cragumn TNM
KOXa n/y Metactasbl | KpOBb
r 3
T NO MO B0-B1
MaTHa u Bnswku < 12 NO MO BO-B1 > Pankue crapmm
IA-11A
T1-T2 N1-N2 MO BO-B1 )
Onyxonesbie 06pa3oBaHms T3 NO-N2 MO B-81 | )
T4 NO-N2 MO BO-B1
SpHTpoaepmMMs T4 NO-N2 MO BO
T4 NO-N2 Mo B ) MospgHue cTapmnm
[1B-1VB
Jlerikemmzaums T1-T4 NO-N2 MO B2
Mopaxenue n/y T1-T4 N3 MO B2
leHepanuaaums npouecca T1-T4 NO-N3 M1 B0-B2 )
Olsen E., Vonderheid E., Pimpinelli N. et al. Revisions to the staging and classification of mycosis fungoides and Sezary syndrome: a proposal of the Infernational Society
for Cutaneous Lymphomas (ISCL) And the cutaneous lymphoma task force of the European Organization of Research and treatment of Cancer (EORTC). Blood. 2007;
10: 1713-22.
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MepeuuHbie NMMMPOMBI KOXHU, OTAUUHBLIE OT rpuboenaHoro mukosa,/ cuHapoma Cesapu

Craagupoeanue (MexayHapoaHoe obuecteo no numpomam koxm u Esponeiickoi opraHusaumm no usyueHuio 1 nevexmio pakal)

T1 OpMHOYUHBIM 3N1EMEHT KOXHOM ChinU
T1a koxHbii anemeHT <5 cM B AuameTpe
T1b koxHbIi anemeHT >5 cM B AMaMeTpe

T2 OuaroBoe nopaxeH1e KOXU: MHOXECTBEHHbIE BbICHINAHMS, OPAHUYEH-
Hble 1 30HOM UNM ABYMS PALOM PACMONOXEHHBIMM 30HAMM
T2a Bce BbicbinaHus pacnonaraiotcs B 3oHe <15 cm B guameTpe
T2b sce Bbicbinanms pacnonaratotes B 3oHe >15 cm <30 cm & Anametpe
T2c Bce BhicbinaHus pacnonaratotcs B 3oHe >30 cm B AuameTtpe

T3 leHepanu3oBaHHOE NopaxeHue KOXH
T3a MHOXeCTBEHHbIE BLICLINAHMS, 3AHAMAIOLME HE PAAOM
PACMONOXEHHbIE 30HbI
T3b MHoXecTBeHHbI BbICLINAHMS, 3aHMMatOWMe >3 30HbI

Kim Y.H., Willemze R., Pimpinelli N. et al. TNM classification system for primary cutaneous lymphomas other than
mycosis fungoides and Sezary syndrome: a proposal of the International Society for Cutaneous

Lymphomas (ISCL) and the Cutaneous Lymphoma Task Force of the European Organization of Research and
Treatment of Cancer (EORTC). Blood. 2007; 110(2): 479-84.

Numatuyeckme ysnbl

NO Hert ysenuuenus numdatnyeckmx ysnoe, ux 6uoncus He tpebyertcs

N1 MNopaxehue 1 rpynnbi nepudepryecknx numbaruyeckmux ysnos,
APEeHUpYIoWMX 061ACTb HACTOSLUMX MM NPEALIECTBYIOWMX KOXHBIX
BbICbINAHMM

N2 MopaxeHue 2 unn Gonee rpynn nepudepryeckux MMMbaTHIecKUX
Y3710B MM nopaxeHue niobbix nepudeprueckux TMMPaTHyeckmux
Y3708, He APEHMpYIOLMX 0BNACTb HACTOSLMX MM MPEALIECTBYIOLMX
KOXHbIX BbICbINAHMIA

N3 MopaxeHue MeaMacTUHANbHBIX M/ My a6BROMUHANbHBIX
nMmaATUYECKMX Y3NOB

BHyTpeHHue opraHbi

MO Her BoBneueHus BHyTpeHHUX OpPraHoB

M1 Boeneuenue BHyTpeHHNX opraHos (c Mopdonornyeckum
noaTBepXAeHMEM)
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KoxHbie numbombl. Kputepum oteera Ha Tepanuio

(MexayHapopHoe obuwecteo no numdomam koxu u Esponeiickoi opraHnsaumm no MsyyeHuio U NeYeHuIo pakal)

KoxHbie
nokpossi (T)

Nnmarnyeckne
yanbi (N)

Bucuepanbhbie
opratbl (M)

Mepudepuueckas kpoeb (B)

MonHas pemuceus

100% ncyeaHOBEHHE 04ATOB KOXHOTO
NOPAXEHMs!

sce n/y >1,5 cm B HauBonswem guameTpe (anuHHas
OCb) MM TUCTONIOTAYECKH HETATHBHBIE, O TAKXE NIHM-
Poyanel N3 gonxwbi 6bitb 1,0 cM B HaMMeHbluem
AMAMETPE UIU TUCTONOTUYECKM HEraTMBHbI

OTCYTCTBME YBENH4EHHUS OPTaHA NPy
M3UKANBHOM OCMOTPE W OTCYTCTBME
NATONOMMYECKUX M3MEHEHNH MK
Tomorpaduu (61oncus niobbix HOBbIX
0YQroB, MOSBMBLUMXCA NOCTE NEYEHHUS
BNS UCKN0YEHHS TUMPOMSI)

nepudepudeckas kposs (B)

50-99% paspewenne 04aros (ymeHb-
weHMe 0bbema) KOXHOro NopaxeHus ot

cymmaproe cHixenue Ha 50% u Gonee CIP (cymmsi
npou3BeaeHMi  KMaKCMMANbHIA MPOAONbHLIM pas-

50% perpeccun o4aros B neveHy,
ceneseHKe MM fPYIiuX H3HQ4ANBHO

y BonbHbix co cTapuei 3abonesanus B2 — chu-

Yactuunas Mep MAKCHMQTbHbII MONEpeyHbIii PA3Mep» KAXAOTO | MOPAKEHHbIX OPFAHAX MPH BO3MOXHO-
MUCXOBHOTO YPOBHS, OTCYTCTBME MOsBAE- XeHwe KONMYECTBEHHbIX TAPAMETPOB NOPAXEHUS
pemmccus MOPAXEHHOTo NMMPOY3Na) M OTCYTCTBHE HOBbIX cTv u3mepuTb 06bem nopaxetus (CIIP), o
Hus Hosbix y3n108 (T3) y naupentos ¢ T1, . kposu Ha >50% ot UcxopHOro ypoBHS
12w T4 cragsn nmMdoy3nos >1,5 cM B AMaMeTpe No AIUHHOA ocK OTCYTCTBME YBENMYEHMS OPTAHA B PA3-
unmu >1 M o KopOTKOH ock MEpaX 1 BOBNIEYEHUS HOBBIX OPTAHOB
yBenuenve He Gonee vem Ha 25%
# ymenbuere o 50% ot ucxoptoro ; ; OTCYTCTBHE KPUTEPHEB NONHOM M ; ;
OTCYTCTBME KPUTEPHEB MONHOM W HOCTUYHON PeMHC- = 0TCYTCTBME KPUTEPHEB MONHON M YACTUYHOM
6 MR SO WA TR CHM M POTPeCCHPOBaHKS 3aBoneBatms HOCTAAHOM PEMMCCHN 1 POTPeccupo- EMUCCHM W MPOTPECCUPOBAHHS 3a60neBaHMs
SULDIIEECE yanos (T3) y nauuentos ¢ T1, T2 wan T4 porpeccup BAHMA 3060n€BaHMs P porpeccap
cTanmaMM
yBenuuenue Gonee yem Ha 25% or uc- 9 YBEMYEHHE OPraHa B pasMepe Ha nepexop ot B0 8 B2 unu ysennenue va 50% ot
ysennuenue CIP Ha 50% wan Gonee ot ucxopHbIX 5
XOJHOTO YPOBHS, NOSBNIEHME HOBBIX Y3- 7 >50%, unu nopaxeHye HOBOFO OPraHa, | MCXORHOTO yPOBHS (AeTeKuys, kak muHuMym 5000
n pasmepos, 1o Hosbik iumMdoysen >1,5 cm B ana-
porpeccupoBaHue | nos (T3) y nauuentos ¢ T1, T2 uan T4 = 5 WM OTCYTCTBME OTBETA: yBEUYEHHE OMyXonesbiX KAETOK B MK) uu notepsi oaera (y na-
MeTpe 110 MHHOM OCH UM > CM N0 KOPOTKOH OCH, 3
30601eBAHMS cragmsamu. Minu noteps otsera: y nauu- o | CIP Ha>50% ot MakcumansHoro LIMEHTOB C NEPBOHAYAINbHbIM BOBNIEYEHHEM KpOBM B2
nubo otcyctaue otsera: ysennenme CIP a >50% . p
entos ¢ YP/MP yennuenne obrema 3¢ beKTa y NALMEHTOB B YACTHYHOM M BOCTUTLUMX YOCTUYHOM PEMHCCHM — YBENHYEHHE
o T MaKcumanbHoro adekra y nauentos 8 4P 5
nopaxenus koxu 6onee yem Ha 50% pemuccum Ha 50% onyxonebix KNETOK OT UCXOBHOTO yPOBHS)
e MOSBNEHME KOXHbIX BLICHINAHMI y NALM- | MOSBAEHHE HOBBIX rMCTONOrUYecKy AokasakHbix N3 | BoBneyeHme HOBOro opraxa NOBBILIEHHE YPOBHS OMyXONEBLIX TMMPOLMTOB

€HTOB B MONHON PEMUCCHM

numdoysnos >1,5 cM B Haubonbluem aMameTpe

Y NQLMEHTOB C NONHOM peMUccHent

B KpoBY y nayentos c [IP2B1

Olsen E.A., Whitiaker S., Kim Y. H. et al. Clinical end points and response criteria in mycosis fungoides and Sezary syndrome: a consensus statement of the Infernational Society for Cutaneous Lymphomas, the United States Cutaneous

Crabunmsaums

Lymphoma Cosortium, and the Cutaneous Lymphoma Task Force of the European Organisation for Research and Treatment of Cancer. / Clin Oncol. 2011; 29: 2598-607.
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Jlumboma XopxkuHa

Knaccupmkauus BO3 2022 r.

Ouarsoctuka

MexayHapoaHbiif
NPOrHOCTUYECKUIA MHAEKC

TcTONOrMYecKkoe M UMMYHOTMCTOXMMMYECKOE ¢0KTop Bannbi
McCneRoBaHue b1onTaTa onyxonesoi TKaHM
Knaccuyeckas numdombl Xopxkuua: Yposerb ansbymuna <40 r/n 1
Knaccnueckas numdoma Xopxxmua (95%): CD30 (dot-like, membpanHas, uuronnazmary-
- HoaynspHsii cknepos | u Il Tuna, yeckas peakups), CD15 (dot-like, memBpan- Yoosens reMomobusa <10,5 ¢/ 1
- CMELLGHHO-KNETOHbIA BAPHGHT, Has, uTonnasmaruyeckas peakums), PAX-5
- BAPHaHT, Boratbii AMMboLUTaMH, (cnaBas spepras peakups). M . :
- BOPMOHT IMMOMAHOE MCTOLLEHME LMP1/EBER +/-, CD20+/-, CD45-,CD3- yxckounon
Hopynspras numpoma Xoaxkuna Hopynsphas numgoma Xopxkmua Bosnact 245 ner 1
¢ numdonaHbIM npeobnapanmem (5%) ¢ iumomaHLIM npeoBnapaHmem: kpyn- pacr 2
- HOBYNSIPHBIA pOCT Hble onyxonesbie LP-knetku akcnpeccupyior
- HoaynApHo-aHdby3HbIl pocT B-kneTouHble aHTUreHb U B-knetouHbie TpaHc- | Crapus IV 1
- TpeMMylLIECTBEHHO MU Py3HBIi pocT kpunumonHbie dpaktopei: CD19-/+, CD20+,
PAX5+, BCL-6+, Oct.2+ (runepakcnpeccms), e 215 % 10°/ '
BoB. 1+, uacro PU.14; AL "
otcyrcrayer akenpeccus CD15 1 CD30
OMyXONEBbIMM KNETKAMM. Numdponenms <8% 1
Alaggio, R., Amador, C., Anagnostopoulos, . et al. The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: .
Lymphoid Neoplasms. Leukemia. 2022; 36; 1720-48. 0-2 6anna — HM3KMIt pUCK,
Hodgkin lymphoma: ESMO Clinical Practice Guidelines for diagnosis, freatment and follow-up. D. A. Eichenauer, Annals of Oncology. 2018; 3-7 6ann108B — BLICOKMI pUCK
29 (Supplement 4): 19-29.
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Jlumdpoma XopxkuHa

MepenyHoe cTaguposaxmne Pecrapuposanue
o [137-KT-nccnegoeanne; * OueHka 3pHeKTUBHOCTH NedeHnus AomkHa Bbib nposeaeHa
* TpenaHobMoncHs KOCTHOTO MO3Fa; nocne 2, 4, 6 LMKNOB NOMUXUMMOTEPANMM U NOCNE OKOHYA -
¢ KT opraHos rpyatoii 1 6piowHoi nonocty; HWS XMMOTEPANEBTUYECKOrO 3TaNa.
* Y3 opratos 6prowHoi nonocTH 1 3abptownHroro npoctpatcraa (s otcyterame KT BprowHoit nonocrw), Manoro Tasa (no nokasanusm), ¢ O6bem obcnepoBanms:
nepudepryeckux umdoy3nos; - KT opratos rpyaHo#, 6ptowuHoit nonocry;
o 0Buyui 1 BroxuMMyeckuit aHanus kposu (c onpeaenemem axtueHocTu JT); koarynorpamma; - Y3M opraos BpiowuHoi nonocti 1 nepudepuieckux
¢ KT unu MPT ronosHoro moara; nMMOY3oB;
¢ 3KT (no nokaaanmsm — xoKT); - 0BLyH, BUOXMMUYECKHI AHANM3 KPOBM, KOrYNOrPAMMA.
* [N XeHLLMH — OCMOTP TMHEKOMNOrd C Liefbio HA3HAYEHHS OBAPMOMPOTEKLMH; ¢ 3T-KT-nccneposanme nocne AByx KypcoB XUMHOTEPANMM
* BCEM MyXYMHOM AI0 HAYAN NeYeHws NPEANAraeTcs NPOBECTH KPHOKOHCEPBALMIO CNEPMbI B MEAHLMHCKUX LieHTpax o nposeaenuio KO ¥ nocne 3aBepLUEHMs BCel NPOrpaMMbl TEpANMM

OueHka oTBeTa Ha Tepanuio

Crabunusauus P .
* NoAHbIA MeTabonuyeckui oTeer: * YOCTUYHbIA METaBonMYEckHH oTBeT: pemuccun)/ Peunpus (nocne nonkoit pemucenn)
/ ¢ ortcyTcTaue MeTabonnyeckoro oteeta: 4 unu

1, 2 unu 3 6anna no wkane 4 wnu 5 6annos no wkane Deauville ] * mertabonuyeckoe nporpeccuposatme 3abonesanns: 4 uam

Deauville ¢ Hanuuuem uam oyt C YMEHbLUEHUEM UHTEHCHBHOCTH A Dl s 5 6annos no wkane Deauville ¢ ysennuennem urercusroctu

CTBMEM PE3MAYanbHBIX MaCC ! HZKonneHm NPenapara u HanM4Mem MHTEHCHBHOCTA HAKOMNEKMA BPENIApaTa HAKONAEHUs Npenapara; !

pesnay penap o cokpatuenue Mexee YeM Ha 50% cymMbl Haubonb- pendpara;

* pasmepbl TMMbATHYECKUX pesuayansHeIXx Macc * nossnenue Hosbix [3T-no3uTMBHEIX 04aros;

WX PA3MepOB Mo KpaifHei Mepe 6-T1 u3Mepsie-

yanos £1,5 cM no Haubonbluemy cokpatueue Gonee yem Ha 50% * nosBnEHHe N1BOro HOBOTO 0YATa UM CUMMTOMG, CBA3AHHOTO

MbIX 04QroB
MaMET| CYMMbI HaUBONbLMX PA3MEPOB NO Ne3HbIo; YBeNMYeHMe no kpaiHei mepe Ha 50% Hau-
A Py YMMe H paahep * HECOOTBETCTBME KPUTEPHSIM NPOrPECCHPOBAHMS ¢ Gonessio; ysenusexe o kpajikei mepe Ha 50% Han

* OTCYTCTBUE KCTPAHOAANbHBIX KpaiiHeit Mepe 6-TH U3MepsieMbiX saBonesams 6GonbLuero AUAMETPA PaHee BbISBIEHHOrO oYara bonesHu unu
04QroB NOPAXEHUs o4aros CyMMbI MOKCUMQITbHBIX PO3MEPOB HECKOBKUX 04roB

LLikana Deauville:

] 601111 — HAKonneHus npenapaTu B pe3MH)’anHh|X maccax HeT

2 6anna — HaKoNNeHMe NPENapaTa B Pe3uAYyanbHbIX MACCAX HUXE, YEeM B CPEAOCTEHHM

3 6anna — HaKoMNeHWe NPenapaTa B Pe3uayabHbIX MACCAX BbIlE, YeM B CPEAOCTEHMM, HO HIXe, YeM B neveHy (npaeoii pone)
4 6011110 — HakonnexHue npenapara B pe3HA)’GJ1thIX maccax yMepeHHo BbilLEe, YEM B I'IPOBOﬁ Aone nevyeHnu

5 6annoB — HaKOMNEHMe NPENapaTa B Pe3uAyabHbIX MOCCAX 3HAYMTENBHO BhILLE, YeM B NeveHH, NMbo onpepensetcs nossneH1e

Cheson B.D., Fisher R.1., Barrington S.F. et al. Recommendations for
initial evaluation, staging, and response assessment of Hodgkin and
non-Hodgkin lymphoma: the Lugano classification. / Clin Oncol. 2014;

MonHas pemuccus Yactuunas pemuccus
32:3059-68.

Mporpeccuposanme 3abonesanms (nocne YacTMuHoI

HOBbIX MNATONIOrMYECKMX O4AroB.
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Jlumpoma XopxkuHa

Crapuposanue. Knaccudukauus Ann Arbor, mognuéukauus Cotswold

Cragms |

MopaxeHue ofHOM MMMBATUYECKOH 30HBI UK CTPYKTYpbI
IE crapms: Jlokanu3oBaHHoe nopaxeHme 0fHOro SKCTPAMMATHYECKOrO OPIaHA MMM TKAHM B MPEAENaX OfHOTO CErMeHTa

Cragua ll

Mopaxerue asyx unn Gonee MUMBATUIECKUX 30H NO OAHY CTOPOHY AMAPPArMbI
IIE crapms: Jlokanu3oBaHHoe B Npefenax ofHOro CErMeHTA MOPAXEHMe OFHOTO SKCTPAMUMBATHYECKOTO OPIaHA Wik TKAHM M €TO PETHOHAPHBIX MM ATHYECKUX
Y3108 C UnM Be3 nopaxeHus Apyrx aMMarMyeckux obnacreit no Ty xe cropoHy auadparme

Cragus Il

MopaxeHue MMPaTHYECKMX Y3MOB UK CTPYKTYP MO 0be CTOPOHbI Anadparmsl

TNokanusosaHoe B NpeAenax OBHOTO CErMEHTA NOPAXeHHe OFHOTO SKCTPATUMGATHYECKOrO OPFrAHA MM TKAHM M €ro PETMOHAPHBIX MMMPATUYECKUX Y308 C
NOPAXeHHeM ApyrUX NuMaTUyeckux obnactei no obe cTopoHsl Auapparmel

1IS(1) crapms: ¢ soneueHnem cenesenku

I1IE(2) cTapms: c "okanu30BaHHbIM 3KCTPAHOACHbIM MOPAXEHUEM

IIISE cragums: coveranme lIIS u IIIE

Cragusa IV

IuccemutnpoBatHoe (MHOrodokycHoe) nopaxeHue OBHOTO MM HECKONbKUX SKCTPANMMATHYECKMX OPFaHOB € UK e NopaXeHs AMMpaTUYECKUX y3n0B
W3onuposatHoe nopaxeHue SKCTPANMMBATHHECKOrO OPFaHa ¢ NOPAXEHHEM OTAANEHHbIX (HE PErMOHAPHBIX) TMMGATHYECKHX Y308
MopaxeHue neyey 1/ unm KOCTHOTO MO3ra

«A»

OTC)’TCTBMG CMMNTOMOB UHTOKCMKALUU

«B» — cumnToMmbl

Hanmuwe opHoro unm Gonee u3 crepyioLumx CHMITOMOB:
1. HouHble npocdy3Hbie NoTbI;

UHTOKCHKALUH 2. nobilenue Temneparypsl Bbiwe 38 °C He MeHee Tpex AHew noppsp 6e3 NPU3HAKOB BocnANEHMS;
3. noteps seca Ha 10% Maccyl Tena 3a nocnepHue 6 Mecsues

«E» TNokanusosankoe (8 npeaenax opHoro cermenta) skcTparogansHoe nopaxerme (craguu | E, ILE, III E).

«S» Mopaxenue cenesenm (crapun | S, 115, 111'S)

MU MepuactuansHo-TopakanbHLIA HHAEKC — OTHOLIEHME WHMPHHEI CPEAMHHON TEHM B COMOM LIMPOKOM MECTE K MAMETPY rpyAHOM KIETKH B COMOM LIMPOKOM €€ MecTe —
Ha ypoHe Th5-6 — Ha CTAHAAPTHbIX NPSIMbIX PEHTFEHOrPAMMAX

«X» Maceuenoe (bulky) nopaxenne menacTutansHbix numpatuieckux yanos, ecnn MTU >1/3 unn Hanbonswuii anametp no aansim KT-uccneposannus >10 cm

Alaggio, R., Amador, C., Anagnostopoulos, . et al. The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Lymphoid Neoplasms. Leukemia. 2022; 36; 1720-48.
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Jlumboma XopxkuHa

Crpatudmkaums 6onbHbIX nMMbOMOit XOAXKMHA HA FPYRMbI PUCKA

GHSG — German Hodgkin’s Lymphoma Study Group, Hemeukas rpynna no usyuenmio numpombl XoaxKkuHa.

EORTC/LYSA — European Organization for Research and Treatment of Cancer, Esponeiickas opranusauus no usyueuio u nesenmio paka,/ Lymphoma Study

Association, accoupaLps no usyyeHuio IMMGOM y B3pOCbIX.

* MaccuBHoe cpepocTeHHe — MAKCMMAnbHBIN AUaMeTp onyxonu Gonee 1/3 MaKCMMANbHOTO AMAMETPA FPYAHOM KNIETKM HO NPSMOM PEHTTEHOTPAMME FPYAHOM
KNeTky.

** CO3>30 mm/ 4 npu ctaaum B u >50 mm/ 4 npu crapnu A no Manyerkosy (>35 mm/4 unn >65 mm/ 4 no Becteprpety)

[pynnbi pucka GHSG EORTC/LYSA
. T |-Il, nopaxeHue Bbiw TMbI KTOpOB
PanHwe cropuw, Gnaronpusthbii nporos | Craguu I-II, 6es dbakropos pucka g;:ﬂ:u , nopaxeHue Beiwe anadparmel, 6es paktopo
PaHHMe CTORAM, HEBROrONPHATHAI NpOrHo3 Crapmm |-l, c pakropamu pucka C unu D, Crapuu |-11, nopaxenue biwe aradparmsl, ¢ ogHWM uam Gonee
Ho 6e3 daktopos pucka A u B dakTopamm pucka
PacnpoctpaHeHHbie crapum Crapuu |—l ¢ pakropamu pucka A u B, crapum lll-IV Crapmm ll1-1V
A — maccueHoe cpepoctenme” A — maccueHoe cpegocenne”
- >
Gokrops pcka B — akcTpaHopanbHoe nopaxetue B2— Boapacr 50 ner .
C — yckopenue CO3 C — yckopenue CO3
D2— 3-x obnacren AMMGATHYECKUX KONNEKTOPOB D2— 4-x obnacrei IMMATHYECKMX KONNEKTOPOB

Hodgkin lymphoma: ESMO Clinical Practice Guidelines for diagnosis, freatment and follow-up. D. A. Eichenauer, Annals of Oncology. 2018; 29 (Supplement 4): 19-29.
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JlumpobnactHbie nMbOMbI

Kpurepum oteeta Ha Tepanuio

Ouenka otsera 6e3 M3T

Ouenka otsera ¢ MIT

Monwas pemuceus (MP),
ecnu ucxopHo 1/y >1,5 cm

Perpeccus Bcex panee OBHApyXeHHbIX NPU3HAKOB 3a60oneBaHMs;
N/Y>1,5 cm ponxnel 6eits 1,5 e
Hopmanusauus pasmepos neyenu u ceneséHku

M3T-HeratnHoCTb + Bce kputepuu [P,
OTCYTCTBME BOBJIEYEHMS KOCTHOTO MO3Ta

MonHas pemuccus
HENOATBEPXAEHHAS

N/Y>1,5cm
Mnowags 0bpasosanmii (no Gonblmm Aamerpam) ymenbiuenue >75%
OrcyTcrBue BoBNEYEHMS KOCTHOTO MO3Ta

Bonee e cywecrsyer

Mnowaps obpazosanuii (no Gonbiumm aramerpam) ymensuenne >50%

M3T-N03UTMBHIM KaK MUHMMYM OBMH O4ar
NOPAXeHUs NP NOATBEPXAEHUM APYTUMM
kputepmamu NP an 4P

Crabunmsaups

OrcyTcTaue yBenu4eHus pa3mepos, OTCYTCTBME HOBLIX 04ArOB

M3T-no3uTMBHbIE 04QrM NOPAXEHHUS UCXOAHbIE
W BpYTHe KpUTEPUM CTaBUAU3aLMH

Mporpeccus/ peuname

Yeennuenue nnowaan 0bpasosanms (no Gonswmm auametpam) >50%
¥ nosieneHme HoBeix ouaros nopaxenms (1/Y > 1,5 cm)

M3T-no3UTMBHBIM HOBBIM OYAT BOBNEYEHMS
W BpYTHe KpuTepuu nporpeccum/ peunamea

M3T — nosuTpoHHO-3MMCCHOHHAs TOMOTpadus
n/y — numaTHyeckme yanbi

Yactuunas pemmccus (YP)

Gokbuget N., Bassan R., Dombret H. et al. European Leukemia Net. Recommendations of the European Working Group for adult

acute lymphoblastic leukemia. 1¢ Edition — Bremen: Uni-MED, 2011; 115(3): 453-74.

NUMOOUAHBIE HEONJIA3UU 155



Octpbint nmdpobnacTHbIN neitkos/ numdoma

Knaccudukauus BcemmpHoii oprannsauum sgpasooxpaxenus (BO3)

BO3 2017

BO3 2022

B-numdobnactHbiii neitkos/numeoma

B-numobnacTHbii neitkos/ nMMGOMA, &3 BONONHUTENHBIX YTOMHEHHIA

B-numbobnactbiii nefikos/ numpoma, 6e3 BOMONHUTENbHBIX YTOUHEHNU

B-numdobnactHbiii neiikos/ aumdboma ¢ runepaunnongmeit

B-numdobnacTHbiii neitkos,/ numboma ¢ BICOKO# rvnepannnonameit

B-numdobnactHbiii neiikos/ aumoma ¢ runopunnouamelt

B-numdoBnacTHbIii neitkos/ numdoma ¢ runoaunnonauel

B-numobnactHeii neitkos/ mumdoma ¢ iAMP21

B-numobnactbiii nefikos/ aumpoma c iAMP2]

B-numobnactbiii neiikos/ numboma c 1(9:22) (q34;q11.2); BCR:ABLT

B-numdobnactbiii nefikos/ numboma c BCR:ABLT

B-numdobnactubiii neiikos/ numboma BCR::ABL I-nogobHbiii

B-numobnacrHbil neiikos/ numboma c Hv; 11923); nepectpoiiku KMT2A

B-numdobnactiii nefikos/ numdboma ¢ nepecrpoitkamn KMT2A

B-numdobnactubiii neiikos/ mumboma c H12;21) (p13;922); ETV6:RUNX1

B-numobnactbiii nefikos/ numoma ¢ ETVE:RUNXT

B-numdobnactHbiii neitkos/ numboma ¢ ETVE::RUNXI-nogobHbimu npusHakamu

B-numdobnactubiii nevikos/ aumboma c t{1;19)(q23;p13.3); TCF3:PBXT

B-numdobnactHbiit neitkos/ mumboma ¢ TCF3::PBXT

B-numobnactHeii neiikos/ numboma c t(5; 14)(q31;932); IGH::IL3

B-numobnacrhbiii nerikos/ aumoma ¢ IGH:IL3

B-numdobnactHiit neitkos/ mumboma ¢ TCF3::PBXT

B-numdobnactHbiii neiikos/ AMMGOMA C APYIAMM FEHETUHECKAMM QHOMAMTHAMM

B-numdobnacTHbIi neitkos/ MUMGBOMA C APYTAMM FEHETUHECKMMM QHOMAMTHSMM

T-numdobnactHeiit neiikos/numpoma

T-numobnactHbIl neiikos,/ numpoma

T-numMoBRacTHEIA Neitkos/ MMMPOMA, HexnacCHOUUMpPYeEMbIA

NumdpoBaacTHbIA neitkos U3 panHUX T-KNETOUHbIX NPEALIECTBEHHUKOB

NumdoBnacTHbIit Nelko3 M3 paHHMX T-KNETOUHbIX NPEALIECTBEHHUKOB

NK-knerouHbii numdobnactHsii neitkos/ numdoma

Swerdlow S.H. et al. WHO classification of tumours of haematopoiefic and lymphoid fissues. Revised 4th ed. Lyon, France: International Agency for Research in Cancer (IARC). 2017; 585 p.
The 5th edifion of the World Health Organization Classification of Haematolymphoid Tumours: Lymphoid Neoplasms. Alaggio R. et al. Leukemia. 2022.
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Octpbie numobnactHsie neiikossi (OJ1J1)

UmmyHonoruyeckas knaccudukaums

Bapuantsl OJ1J1 Kniouesbie mapkepbl 1S AUATHOCTUKY

OJJ1 u3 npepwectseHHnkos B-numpoumros: | CD19+u CD79a+ u/man cyCD22+

CD117, HLA-DR, CD13, CD33, CD11b, CD65)

Basso G, Buldini B, Zangrando A. Acute Lymphoid Leukaemias (ALL) and Minimal Residual Disease in ALL. In: Porwit A, Béné MC, eds. Multiparameter Flow Cytometry in the Diagnosis of Hematologic Malignancies. Cambridge University
Press; 2018:89-104.

OJN u3 npo-B-numdobnacros (B-1) CD10-
| Common-OJIA (B-I) CD10+ ¢ylg- \
‘ ONN u3 npe-B-numpobnacos (B-Ill) cylg* slg- ‘
‘ O u3 3pensix B-numdouuros (B-IV) slgt ‘
‘ OJ1N n3 npepwecreennmukos T-numdoumtos: | cyCD3+ u CD7+ ‘
‘ ONN w3 npo-T-numdobnacros (T-I) cyCD3+ CD7 ronbko ‘
‘ ONN u3 npe-T-numdobnacros (T-11) CD2+ u/unu CD5+ ‘
‘ OIN u3 koprukanshbix T-numdobnactos (T-Ill) | CD1a+ ‘
‘ ONN u3 spensix T-numdouprtos (T-1V) sCD3+CD1e- ‘
‘ 0/ B+ T-knetounsiit ONNIT (rpynna a) sCD3+ antn-TCR 0/ B+ ‘
‘ y/ &+ T-knetounsiii O (rpynna b) sCD3+anm-TCR y/ O+ ‘
ETP ONN CD5-/%, CD7+, CD1a-, CD8-, xots 651 1 U3 MapkepoB M1enongHbix unu creonosbix knetok (CD34,
\ \
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Octpsie numpobnactHsie neinkossi (OJ1J1)

OcHoBHble reHeThYecKue aHoManum

Gokbuget N., Bassan R., Dombret H. et al. European Leukemia Net. Recommendations of the European Working Group for adult acute lymphoblastic leukemia. 1¢ Edifion — Bremen: Uni-MED, 2011; 115(3): 453-74.

on Anomanus BosneueHHble reHl | Yacrota Mertopa petexkuuu

. O,
‘ B-knetounbit | 19:22)(q34;q11) BCR::ABL 31’:‘:“’;‘2'2 30% oT-nup ‘

112;21)(p33;922) TEL-AMLI ey S oT-nup
4 p2iq o Oetn: 20%
Bapocnbie: 5%
t(4;11)(q21;923) MILL::AF4 et Mnapwero Bospacra: OT-MnupP
60%

| 1(1;19)(q23;p33) E2A:PBX1 5% OT-NLP |
| 1(8;14)(q24;932) c-MYC IgH 1% FISH |
| 1(17;19)(q22;p33) E2A HLF <1% OT-Nup |
| H11;19)(q23;p33) MLL:ENL <1% or-nup |
‘ MyTauun JAK1/2/3 10% CekBeHMpOBaHMe ‘

o HOXT11 TCRa Bspocneie: 31%
‘ T-KneTouHbIi t(10;14)(q24;q11) 1(7;10)(q34;924) HOXIT TCRP/B Lo 7% or-nup ‘
‘ H5; 14)(q35;932) HOX1112 TCRo/B Ei'::?’;"c')?,/;”% OT-NLIP, FISH ‘
| 1(1;14)(p32;q11) TALI TCRa/B 1-3% OT-NLP |
| HopmansHsii [p32 SIL TALI 9-30% OT-Nnup |
| inv(7)(pl5q34), 1(7;7) Tenst HOXA TCRP 5% FISH, OT-NLP |
| 1(10; 11)(p33;q14—21) CALM AF10 10% FISH |
| H9;9)(q34;934) NUP214::ABL1 6% FISH |
| 1(9;14)(q34;q34) EMLT::ABLT <1% FISH |
‘ MyTtaunn NOTCH 1 NOTCH1 50% CekseHupoBaHme ‘
| MyTauun JAKT JAKT 18% Cexeennposanme |
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Octpeie numpobnactHeie neinkossl (OJ1J1)

Hanbonee xapakrepHsie accoumuaumm Mexay LUTOreHeTUYECkUM aHoManusmu u sapuantamu OJ1J1

Liutorenetnka | MonekynspHas redetnka | Moprun OJI1 MporHos u Teuexue OJIJI
B-OJIN

19;22) BCR::ABL Mpe-B-OJ1N, CD10+, noxwnbie Kpaitte HebnaronpustHbii4

t(4;11) MLL:F4 Mpe-B-ONJI, MuenoupHsie Mapkepsl, runepnerikouptos | Kpaitne HebnaronpusTHbii

H1;19) PBX1::E2A Mpe-B-OJ1N, CD10+, cylg+ MpomexyTouHbii,/ BbICOKMHA pHCK

:{g;;‘)‘)(q24,q32) zZﬁg;" 3pensit B-OMI, Beprorr BoicokoarpeccusHoe Tedenue,

{(8:22) T XAMMONYBCTBUTENBHOCTb

t12;21) TEL:AMLI] Mpe-B-OJIJ1, peao y B3pocnbix Y geteit xummotepanms apdekTusHee
T-01n

H1;14) TALL:TCRa T-01N -

H10;11)(q14-21) CAIMI:AF10 T-01N -

#10;11)(q23) MLL:AFI0 T-01N -

H8: 14)(q24;q11) B 1.0 Yawe npeacTaBneHbl 3KCTPAMEAYANSPHbIMM

MOPAXEHHIMH
1(10;14) HOXI1::TCRO T-01N Xopowmi nporHo3
t(5;14) RanBP17:HOX11(2 T-011, CD1a+ -

Gokbuget N., Bassan R., Dombret H. et al. European Leukemia Net. Recommendations of the European Working Group for adult acute lymphoblastic leukemia. 1¢ Edifion — Bremen: Uni-MED, 2011; 115(3): 453-74.
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Octpbie numobnactHsie neiikossi (OJ1J1)

Mokazanus n BeI6Op AOHOPA ANS BBINONHEHMNS TPAHCMAGHTALMM QANIOTEHHbIX FEMONOITUYECKUX CTBONOBBIX KneTok (anno-TICK)

Puck B pebiore 3a6onesanus

Mokasanua k anno-TICK

Aoxop ICK

TICK ot anerepHarusHoro
AOHOpa

Bce naupensl B 1 nonHoit pe-

HLA-1peHTMYHbIH

Boicokmit puck OJ11 MMCCHK, B nepBble 3-4 Mec POACTBEHHbIA SKCnepUMEHTANbHOE NeYeHue
nocne auarxoctuku OJ1J1 HePOACTBEHHbIA *
HLA-1peHTHYHbIA
. [py nepcuCTEHLMU MUHMMAND- .
Crangapthbiit puck OJNT . . POACTBEHHDIA He pexomeHayetcs
HOM OCTATOYHOM BonesHu -
HEPOACTBEHHIA
HLA-naeHTH4HbIN
Peunamns OJ1J1 Bcem naupentam nocne pocti- A

(8 7. 4. MOneKynspHbii)

XEHHNA pEMUCCHH 3a6oneBanms

POACTBEHHbIA
HEPOACTBEHHbIA *

3KC|'IEPHMEHTGJ1I>HOE neyeHune

* COBMECTUMOCTb MO QHTUre-

Ham HLA 10/10 unn 9/10

Gokbuget N., Bassan R., Dombret H. et al. European Leukemia Net. Recommendations of the European Working Group for adult acute lymphoblasfic leukemia.

14 Edition — Bremen: Uni-MED, 2011; 115(3): 453-74.
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[MABA VI

TpaHcnnaHTaumMs annoreHHbIX
reMOMNO3TUYECKUX CTBOSTOBBIX KNETOK




TpaHCNAHTALMS ANNOreHHbIX FreMONO3TYECKMX cTBoNOBbIX Knetok (TICK)

Pacyer tpaHcnnanTauuorHoro pucka no wkane EBMT SCORE

®akropsbl pucka Xapakrepuctuka $pakTopos pucka | bannei
<20 ner 0
Bospacr 20-40 ner 1
>40 net 2
Panuui 0
Craryc 3abonesaHus * MpomexyTouHbIl 1
PazsepHyTbiji 2
Bpems ot ycTaHoBneHus <12 mecsues 0
puarosa go TICK** >12 vecses 1
HLA-uneHTMuHBIA CHONMHT 0
loHop
HepopctseHHbiit foHop 1
Mon naps JloHOp — XEHLUMHA, PeHNHEHT — MyX4MHa 1
ROHOP—PELMIUEHT LlpyrHe coveranua 0

OJ1 - octpeiit neikos, MOC — muenogucnnactuyeckuii cunapom, MM — MHoxe-
cteeHHas muenoma, XMJ1 — xponnueckuit muenoneikos, HXJ1 — HexogxkuHckmne
numomsl, MNP - nonHas pemucens, YP — yactuunas pemmcems

NB: OueHka TPQHCMNAHTALUMOHHOTO PUCKA MPOBOAMTCS
He 6onee yem 3a 10 gHel Ao HAYANA NPeATPAHCNNAHTA -
LIMOHHOTO KOHAMLIMOHMPOBAHMS

*He npumeHsieTcsl ANS NALMEHTOB C ANNACTUHECKOM QHEMMEN.

Panuumit — OJ18 MP1; MAC & MP1 unu up-front; XMJ1
B 1-i xponuueckoi dpaze; HXJ1/ MM po nevenns unm
s [P1.

MpomexyTounbivi — OJ1 & MP2; XMJ1 3a ucknioueHrem
xpoHuyeckoi pasbl 1 1 6nactroro kpuza; MAC 8 MP2 unu
8 YP; HXJ1/ MM & MP2, YP unu crabunusaums sabonesa-
HUs.

PassepHyThiii — OJ1 B apyrux cragusx kpome MP1 u MP2;
XMJ1 B 6nactHom kpuse; MIC Bo Bcex apyrux cTapusx;
HXJ1/ MM Bo Bcex apyrux crapmsx.

**He npumensietcs y naupentos B [1P1.

Gratwohl A. et al. The EBMT risk score. Bone Marrow Transplant, 2012.
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TpaHCNAHTALMS ANNOreHHbIX FeMONO3THYECKMX cTBONOBbLIX KneTok (TICK)

BepostHocts (%) 5-neTHei netanbHocTH, cBS3aHHOM ¢ TpaHcnnanTaumen, cormacHo EBMT SCORE (%)

Bannbi 0 1 2 3 4 5 6-7

Octpie uenonasie 14 20 25 30 36 40 M
nenKo3bl

Oprble numdobnactHble 5 23 2 30 40 47 53
nenKo3bl

XpoHuuyeckuit Muenoneikos 15 22 30 38 45 52 55

Annactuyeckas aHemus 18 26 40 49 52 - -

Muenopmcnnactuyeckme cHHApOMbI 25 28 30 35 38 46 50

Muoxecrsennas muenoma - - 29 35 40 42 52

HexomxkuHckue Tumombl 15 24 28 30 34 36 38

‘ Gratwohl A. et al. The EBMT risk score. Bone Marrow Transplant, 2012. ‘
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TpaHCNNAHTALMS anNOreHHbIX reMono3Tnueckmx cteonosbix knerok (TFCK)

Pacuet pancnnantaymnontoro pucka no wkane HCT-CI* (online Ha http:/ /www.hctci.org/)

Comarunyeckuii craryc

Bannel

NB: OueHka TPAHCNAGHTALMOHHOTO
pMcka npoBoauTcs He Gonee Yem 3a

O®B1 — 66-80% mnu oppiluka npu HebonbLIOH pr3MecKOi Harpy3ke 2 10 pHei po Hayana npeaTpaHcnnaHTa-
bpoHxonerouHas cuctema 5o 5 6 . 3 LIMOHHOTO KOHAMLIMOHMPOBAHMS
MeHee 65% wn opbilKa B MOKOE MK NOTPEBHOCTL B KUCIOPOAHOH NoAAePXKe HM3KNH pHCK — O Bannos;
MepuarensHas aputmus unm Tpenetaxme npeacepani, CMHAPOM CIABOCTH CHHYCOBOTO Y3na UnM Xeny- 1 NpOMeXyTouHbIl puck — 1-2 6anna;
c AOUKOBbIE OPUTMHUH BbICOKUM p1ck — 3 1 Gonee 6annos.
€pAeyHo-cocyaucTas cucTema “ 0
UBC, 3acToiHas cepaeyHas HEROCTATONHOCT,, MHGAPKT MMokapaa Mk PB meee 50% 1 * [119 OLLEHKM TPOHCMNGHTALMOHHOTO
Mopoky cepaua, 3a UCKIOYEHHEM MPOANCA MUTPALHOTO KAAMAHA 1 PMCKa, ACCOLUMPOBAHHOTO C BO3pAC-
. ToM, BMmecte ¢ kputepuamu HCT-CI
Xpotnueckwit renawr, 6unupy6ut po 1,5 Hopmsi uan AJTT/ACT go 2,5 HOpMbI B CIBOPOTKE KPOBH 1 - purepuama T
MCMONb3YIOT OMONHMTESNbHBIA KPK-
OpraHe! Xenyso4Ho- Liuppos, 6raupy6mn 6onee 1,5 Hopml unn AJTT/ACT 6onee 2,5 HOpMsl B CIBOPOTKe KPOBH 3 Tepuit — Boapact nauuenta 240 net
KHLLE4HOTO TpaKTa Bonestb Kpora unu sasenHbii konu 1 (=1 6‘1""):
HU3KuH prck — O 6annos;
Saas XKT, rpe6ytowpte nevenns 2 npomexXyTouHbId puck — 1-2 6anna;
H 6 Tpebyercs nieueHme UHCYAUHOM U NEPOPAsbHbIMM COXAPOCHUXAIOLUMMM MPENapaTamMM 1 BbICOKMI prck — 3—4 6anna;
apyLuet1e obMeHa KpaiiHe Bbicokui — 5 u 6onee 6annos.
UMT 6onee 35 kr/ M 1 °
Hesponoruyeckuit cratyc TpanautopHas uwemnseckas araka uan OHMK B anamHese 1 OOBI= o6rs dhopaHpoRaHHOTG
BbIJOXA
Menxmyeckmi cratyc Denpeccus unu Tpesora, TpebyloLume KOHCYBTALMM NCUXUATPA MK NEYEHNHS 1
M - MBC — nwemmueckas bonesHsb cepaua
0YeBbIENUTENbHAS cucTeMd | Kpeatumk coiopoTky kpoey Gonee 176 MkMORb/ 1, BUQNH3 AW MOMEHHBIA TPAHCAAGHTAT 2 OHMK — ocTpoe HapyLueHHe Mo3ro-
BOro KpoBoObpaLLeHMs
C 6 CKB. PA 6 . 6 2 CKB — c1cTeMHas KpacHas BONYAHKA
ucTeMHble 3ab60neBaHus , PA, nonumuo3ut u apyrue BonesHu coepnHmTensHOM TKaHH, Tpebylolupe neyeHus PA — pesmaTomaHsiii apTpuT
UMT— ungekc maccel Tena
Undexumm UHdexumoHHble ocnoXHeHHs, Tpebylolupe Tepanuu A0 U Nocne TPAHCIAGHTALMH 1 Sorror M.L. et al. Hematopoietic cell transplantation

Owkonoruyeckue 3abonesanms

TioBbie omyxonu B aHaMHe3e, KpoMe PaKa KOXM (Mckiowas MenaHoMy)

[HCT)-specific comorbidity index: a new tool for risk
assessment before allogeneic HCT. Blood] 2005.
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OLl,eHKCI COMATUHECKOrO CTATyCa NAUMEHTA Nnepea TpCIHCHﬂCIHTCILI,VIGﬁ CQJITOr€HHbIX

FeMOMO3TUYECKMIA CTBONOBbLIX KneTok (Sorror, 2005)

Y naumeHToB ¢ reMobnacTo3amMn cyMmapHoe 3HadeHue 6annos 23 nepes TPAHCMAAHTALMEN ANNOTEHHBIX FEMOMOSTUHECKMX CTBONOBBIX KNETOK YBEIMYMBAET
BEPOSTHOCTb CMEPTH, He CBS3AHHOM ¢ peunamsoM, B 1,47 pasa, a cmepti ot nobbix npuunH B 1,35 pasa no cpaBHeHMIO € NALMEHTAMM, HE UMEIOLLMMM COnyT-
CTBYIOLLLEM NATONOMMM.

Sorror M.L. et al. Hematopoietic cell transplantation (HCT)-specific comorbidity index: a new tool for risk assessment before allogeneic HCT. Blood, 2005.

‘ [pynna natonoruit Conyrcrayiowas naronorus bann ‘
‘ Undexupn Undekumm, Tpebyiowume nposonxenns Tepanuu nocne axs 0 1 ‘
‘ MepuatensHas aputmus unm Tpenetaxme, cUHAPOM CAABOCTU CHHYCOBOTO Y3NQ MU XENYAOYKOBBIE APUTMMM 1 ‘
‘ KapanansHas natonorus Uwemnyeckas GonesHb cepAwa, 3acToitHAs CepAeYHAs HEROCTATONHOCTb, HHPAPKT MHOKAPAA ik Gpakums Bribpoca meHee 50% 1 ‘
‘ MopoKkM cepaua, 30 UCKAIOYEHUEM NPONIANCA MUTPANLHOTO KNANAHA 3 ‘
‘ n O6bem popcuposatHoro sbigoxal — 66-80% nnm opbiwka npu HeboNbLLIOH dU3MYECKOH Harpy3ke 2 ‘
‘ erene O6bem dopcuposatHoro Bbigoxal Meree 65% unu ogsiLuKa B NOKOE Wik NOTPEBHOCTb B KUCIOPORHOH NOAAEPXKE 3 ‘
‘ Xpomwueckuit renarw, 6uanpy6ut po 1,5 Hopmsi uan AJTT/ACT 5o 2,5 HOpMbI B CIBOPOTKE KPOBH 1 ‘
‘ Liuppos, 6uanpy6un Gonee 1,5 Hopmel unn AJTT/ACT Bonee 2,5 HOpMsi B CIBOPOTKE KPOBH 3 ‘
‘ Opraxsi bonestb Kpoa nnv s38eHHbi4 konuT 1 ‘
XenyAo4HO-KHILIEYHOrO
‘ Tpakta Tpebyercs neueH1e UHCYAUHOM UM NEPOPAbHBIMM CAXAPOCHUXAIOLUMMM MPENapATaMM 1 ‘
‘ Mnpexc maccsi Tena 6onee 35 kr/ m? 1 ‘
‘ f138bI XeNyRO4HO-KHILIEYHOTO TPAKTA, TPeByloLue NeveHHs: 2 ‘
‘ Hesponoruueckii TpaH3UTOPHAS MLIEMHMHECKAs ATAKD MAK LiepeBpoBackynsipbie «coBbITAS 1 ‘
‘ M ICHXM4ECKHA CTATYC Jenpeccus unu Tpesora, TpebyloLuue NCHXUATPHYECKOM KOHCYNBTALMM UM NIEHeHHs 1 ‘
‘ ChcTeMHas KpACHAS BONYAHKA, PEBMATOUAHBIA GPTPHT, NOAMMHUO3HT, BONE3HM COBRMHUTENbHON TKAHH 2 ‘
‘ [Opyroe Kpeatuhut B ceioporke kpoey Gonee 200 MkMonb/ 5, AUQNHM3 Ui COCTOSHME NOCNE TPAHCANAHTALMM MOYKH 2 ‘
‘ Onyxonu B aHamHese (nioBbie), kpoMe onyxoneit koxw (ckniouas MenaHoMy) 3 ‘
| \
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TpaHCNAHTALMS ANNOrEeHHbIX FEMONO3THYECKMX cTBONOBbLIX KneTok (TICK)

Crapgum (stages) v oLeHKa aKTUBHOCTM OCTPOM GOPMBI PEAKLIMK KTPAHCIAGHTAT NPoTUB Xo3sauHay (oPTIX)

CUMNTOMBI * CoxpaHsitoLasicsi TOWHOTA M PBOTA —
B Y He MeHee 2-X 3MM30/0B 3a CyTKM B TeYeHUe
CTGPMM ( stages ) BepxHue HvokHue 2-x nocnefoBaTenbHbIX AHEN
Koxa MNeyennb ** 3a 1 pas cumtaiot obbem cTyna He MeHee
otaensbt XKT otaensbl XXKT
200 mn. JlaHHoe 3HaYeHMe 6bino nonyyeHo
y Her wnv npwxoms- | <500 n/cyr i HO OCHOBAHMM aHANM3a obbema cTyna na-
0 (Her oPTMX) 2;:5:2:1&?)47& <342 kot [ oA TowHoa, peota | <3 paz** 8 cyTiw xua- LMEHTOB NOC/E TPAHCMNAHTALMM C AMApEeen
W/Wnn aHopekcus | Kui cTyn ntoboit stonorun — PTIX, uxdekumn u ap.
Bbino nokasaHo, 4to, KOraa NALMEHT FOBOPHUT
MakyAonanyneaHos Coxpanstowascs 500-999 mn/cyr 0 AMapee nocne TPAHCNNAHTALMH, 0BbeM ero
* %
1 e <25% MIMT 34,2-51,3 mxmons/n TOLLHOTa, pBOTa wnm unu 3-4 pasa cTyna cocrasnsiet He Menee 200 mn. [anHbiit
WM GHOPeKCH B CyTko KpuTepHi 6bin paspaboTaH Ans NauMeHToR,
KOTOpbIE HE MOTYT CYMTATb CTYS MU HOXOAST-
cs BHe cTaumoHapa (aHanus ekniovan 300
MakynonanynesHas _ 1000-1500 mn/cyTunu |  GonbHBIX NOCNE TPAHCANGHTALMM C AUAPEEH)
2 coms 25-50% | 937102 Mo/ 5-7 paz** B cyTku .
XKT — xenyao4Ho-Ku1LLEYHbIA TPAKT
MNT — nnowaab noBepxHocTH Tena
MakynonanynesHas _ >1500 mn/ cyr unu
3 cbinb >50% MNT 102-256 usions/ n >7 paz** B cyTku
Harris A.C. et al. International, Multicenter Standardization of Acute
100% AT Graft-versus-Host Disease Clinical Data Collection: A Report from the
o B%MT- MHTEHCUBHBIE BONM B xu- | Mount Sinai Acute GVHD Infernational Consortium. Biol Blood Marrow
4 POREPMHUA M OYANLY, | ok e\ vioms /n BOTE, MPUMECh KpOBH Transplant, 2016.

AECKBAMALMS He
meree 5% MMT
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TpaHCNNQHTALMS anNOreHHbIX reMono3Tnyeckmx cteonosbix knerok (TFCK)

Crenenu tsxectu (grades) octpoi bopmbl peakuum «TpaHcnnautar npotue xossamHay (oPTMX)

Crenenu (grades)

Crapuu ("stages")

Bepxnue OTAEIbl XXeNyao4YHO-

HuxHue OTAEIbl XXeNyA04YHO-

Koxa Nevers KULLIEYHOTO TPAKTA KULIEYHOTO TPAKTA
0 0 0 0 0
| 1-2 0 0 0
I 3 1 ‘ !
I 0-3 2-3 0-1 A=
IV 4 4 0-1 4

NB: Mpu BoBneueHnm asyx u bonee opraHoB-MuLLEHEH OLEHKY cTeneHu TaxecTu oPTIMX npouseoasT no Hanbonee NopaxeHHOMy OpraHy

Harris A.C. et al. International, Multicenter Standardization of Acute Graft-versus-Host Disease Clinical Data Collection: A Report from the Mount Sinai Acute GVHD International Consortium. Biol Blood Marrow Transplant, 2016.
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MNokasaHus Kk TpaHcPysnsm KOMNOHEHTOB AOHOPCKOW KPOBU

NALUEHTAM C 30601€BAHMAMU CUCTEMDI KpoBH

dpuTpoumTCOAEPKALLMX KOMMOHEHTOB KpoBH [1]:

1. AHeMHs y NOLMEHTOB, HOXORSLMXCS HQ NEYEHNUH B YCIOBHSX CTALMOHAPA: KOHUeHTpauus remornobuna (Hb) <80 r/n

2. AHeMMs Y NaLMEHTOB, HOXORAILMXCS H NIEYEHNH B YCNOBUIX AHEBHOTO cTauuoHapa: koHuentpauus Hb <90 r/n

3. AHEMMUECKHH CHHAPOM Y NALMEHTOB C Ay TOUMMYHHOM FEMOUTHYECKON AHEMMEN: TONOBOKPYXEHHUE, LIYM B YLIGX, TAXKAPAMS, OTABILIKA NPU GU3U4ECKOM HATPY3KE, INM3OAI NOTEPH CO3HAHMS, rONOBHbIE Gonu

4. AHeMus y BonbHbIX C BPOXAEHHbIMM FeMONMTHYECKUMM aHeMuamu: KoHuenTpaums Hb <100 r/ny B3pocnsix

KoHueHtpara rpombouutos [2]:

1. ToomBouuToNEHHS y NALMEHTOB, KOTOPbIM NAGHUPYETCS NPOBEAEHHUE HHBAMBHBIX MEAMLMHCKMX BMELIATENbCTBA: KOHLEHTPALMS TPOMBOLMTOB (PLT) <20 x 10° / n 30 24 yaca po NpoBe/eH!s BMELATeNbCTBa

2. TpombouuToneHHs y NALMEHTOB, KOTOPbIM NNAHUPYETCS NPOBEACHHE XMPYPIUYECKUX BMELATENbCTE:

koHueHTpauys Tpombouutos <50 x 10° / n 3a 24 4aca 4o nposeeHHs BMeLIATeNbCTBA

KoHueHTpauys TpomBountos <70 x 10° / n 3a 24 aca 40 NPOBEEHMS BMEILATENLCTBA C BHICOKMM PUCKOM KpOBOTEHEHHS

KoHueHTpauus TpombouwTos <80 x 10° / n 30 24 yaca 4o NPOBEAEHNS BMELIATEALCTRA, NPH MCMONb3OBAHUH ANMMAYPALHOM QHECTE3UN

koHueHTpauys Tpomouutos <100 x 10° / n 3a 24 aca B0 MpoBeAeHHs BMeILATENCTBA MO NPOGHITI0 OKA3AHHS MEAMLIMHCKOI NOMOLLY KHEHPOXHPYPTHUS)
KoHueHTpauys TpomBountos <50 x 10° / n'y naLMEHTOB ¢ OCTPbIM NPOMUENOLHTAPHbIM NEHKO3OM

3. ipyrue naumeHTs:
9
* KkoHueHTpauys pombouytos <10 x 10° / n
¢ xonnyectso TpombouyTos > 10  10°/ 11y naLMEHTOB C reMOPPATHYECKM CUHEPOMOM

Kpvonpeuunurara [3]:

1. Mpy kpoBoTeueHuu: koHueHTpauus pubputorena<l,5 r/n

2. [lpyrve nauuenTsi: koHueHTpauus dubpuHorena <11/

Ceexe3amopoXeHHoi nnazmsl [4]:

1. 3HaueHHe MeXayHapOAHOro HopManu3osakHoro otHowerus (MHO) > 1,5

KpunocynepHaranTHoii nnasmbl (kak 3aMeHa cexe3amopoXeHHoi nnasmbi) [5]:

1. TpomBoTHyeckas TpombounToneHuyeckas nypnypa

2. Hanuuwe unruburtopa dpakropa VIl

1. 5. A Axcenspon 1 ap. Knunuyeckoe MCnonb3osakHHe SpUTPOLMTCOREPXALLYX KOMMOHEHTOB JOHOPCKOM kpoBw // femaronorus u parcgysmnonoms. - 2018. - 1. 63, N2 4. - C. 372-435. DOI: 10.25837 /HAT.2019.62.39.006

2. Estcourt U et al.; British Committee for Standards in Haematology. Guidelines for the use of platelet fransfusions. Br./ Haematol. 2017 Feb;176(3):365-394. DOI: 10.1111 /bjh. 14423
3. Tancrsii .M. 1 ap. Knurndeckoe ucnons3osatve kpuonpeuunutata. lemaronors u tpancdysmonorus. 2020; 65(1): 87-114. DOI: 10.35754/0234-5730-2020-65-1-87-114

4. Roback JD et al. American Association for the Study of Liver; American Academy of Pediatrics; United States Army; American Society of Anesthesiology; American Society of Hematology. Evidence-based practice guidelines for plasma

transfusion. Transfusion. 2010 Jun;50(6):1227-39. DOI: 10.1111/.1537-2995.2010.02632.x
5. Tanctst .M. u gp. Knuueckoe Mcnons3oarue KprocynepHaTaxTHOI nnasmsl. fesaronorus  1patcgysuonors. 2020; 65(3):351-9. DOI: 10.35754/0234-5730-2020-65-3-351-359
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OnpepaenetHune Heobxoanmoro obbema TpaHcdysum

1. 5. A. Akcenspop v fip. Knutnyeckoe MCnons308aHue SpUTPOLMTCOREPXALLYX KOMMOHEHTOB AOHOPCKOV kposw // femaronors n tparcdysnonoms. - 2018, - T. 63, N2 4, - C. 372-435. DOI: 10.25837/HAT.2019.62.39.006

2. Estcourt U et al.; British Committee for Standards in Haematology. Guidelines for the use of platelet transfusions. Br/ Haematol. 2017 Feb;176(3):365-94. DOI: 10.1111 /bjh. 14423

3. Tanctan .M. u gp. Knunwueckoe ncnonbaosarue kpuonpewunwtata. femaronorus u tparcgysnonorns. 2020; 65(1): 87-114. DOI: 10.35754/0234-5730-2020-65-1-87-114

4. Roback JD et al. American Association for the Study of Liver; American Academy of Pediatrics; United States Army; American Society of Anesthesiology; American Society of Hematology. Evidence-based practice guidelines for plasma
transfusion. Transfusion. 2010 Jun; 50(6):1227-39. DOI: 10.1111/j.1537-2995.2010.02632.x

5. Tanctan .M. v np. Knunnyeckoe ncnonbaosakme KpuocynepHaTanTHoi nnasmsl, femaronors u tpancgysmnonorus. 2020; 65(3):351-9. DOI: 10.35754,/0234-5730-2020-65-3-351-359

Komnonent
" Pacyer Heobxoaumoro obbema
AOHOPCKOU KPOBU
‘ SpuTpoLMTH 1 eauHMLQ AN B3POCAOTO peLunueHTa
‘ Tpom6ouusi u3 pacyera 60x10° knerok Ha kaxasie 10 kr maccsl Tena peuynuenta unu u3 pacyeta 200%10° knetok Ha 1 M2 NNOLLGAN NOBEPXHOCTA TeNa peLunueHTa
Mnasa u3 pacyeta 10-20 mn/Kr ¢ panbHevilueil ee KOPPEKLMeNt B 3ABUCUMOCTM OT Lienteil NedeHNs M KMHUYECKOH CUTY LM, NPU 3TOM 0BbeM TPaHChY3MH NA3MbI He AOMXEH NPEBLILLATE
obbeM kposonoTepy
*  u3pacyeta | eAMHML HO KOX/bIE 5 KT MACCHI TENA PEeLIMeHTa
* 10 0BbeMy UMpKYAMpYIOLLEH KpOBH:
(( DrHx-drHum)x MTx70x(1-Hct))
Konuuectso epuhmu kpronpeupnutara = 140
rae: ®THx — xenaemas koHuexTpaups dpubpurorena (r/);
OTHum — uMeloLyascs KoHueHTpauys dubputorea (r/n) uan nokasatens GykupoHansHoro pubpuorena (FLEV) no pesynstaram T3I;
MT — macca Tena (kr);
Kovonewmirar 70 — ko3 duumeHT nepecyeta Macchl Tena & 0bbem LMPKYUPYIOLLIEN KPOBH;
pronpen Het — remarokpur;
140 — konu4ectso $pnBpHHOrEH B OFHOM EAMHULE KPHOTPELUNHTATD;
* 10 pesynLTaTaM POTALMOHHON TPOMBOINACTOMETPUH:
(Lleneso FIBTEM MCF-Mwmetowpmrics FIBTEM MCF)
Konuuectso eavtm kpuonpeupnmura = 2% X
rae: MT — macca Tena peupnuenra (kr);
MCF — namepetine nnotHoct crycrka;
FIBTEM — BsiakoanacTiyHbIi aHanM3 ¢ AononHMTenbHbIM 610KMPOBAHKEM YHKLMM TPOMBOLMTOB LuToXana3MHOM D.

TPAHCOY3UOJIOTUA 170




CoBMecTMMOCTb KOMMNOHEHTOB AOHOPCKOM KPOBM

CoBMECTUMOCTb KOMMOHEHTOB AOHOPCKOI KPOBM € 06PA3LIOM KPOBH PeLMNMEHTa
no cucreme ABO npu Tpancdysnax AOHOPCKOI KPOBM U €€ KOMMOHEHTOB

ABO npuHapnexHocT, AOHOPA
ABO npuHaAneXHOCTL peLunueHTa 3pUTpOLUTCOAEPXKALLErD — R — KoHygHTpaTa TPOMGOTOR KOHLEHTpaTa TpoMbouuTos
komnoHenta (3CK) B Bo6aBOYHOM pacTeope
0 0 0, A<1>, B<1>, AB 0,A B, AB 0, AB<1> 0,A B, AB
A skcTpaarrnioTMHuHbl aHTU-AT He BbiSBASIOTCS A0 A, AB A, 0, B, AB A, AB<1>, 0<2> 0, A, B, AB
A BISBNSIOTCS IKCTPAATTAIOTUHUHDI AHTH-AT 0 A, AB A, 0, B, AB A, AB<1>,0<2> 0,A B, AB
B B, 0 B, AB B, 0, A, AB B, AB<1>, 0<2> 0, A, B, AB
AB 3kcTpaarrnioTMHKHE! aHTU-AT He BbISBASIOTCS AB, A B, 0 AB AB, A, B, 0 AB, 0<2> 0,A B, AB
AB BbISBASIOTCS IKCTPAATTAIOTUHUHBI AHTU-AT 0,B AB AB, A, B, 0 AB, 0<2> 0,A B, AB

<1> MonyueHHble MeToAOM O-dpepesa.
<2> U3 epnHmLpl KPOBY.

CoBMeCTUMOCTb KOMMOHEHTOB JOHOPCKOM KPOBY ¢ 06PA3LIOM KPOBH PeLMnueHTa
no pe3yc-NPUHAANEXHOCTH NPU TPAHCPY3UIX LOHOPCKOI KPOBY M €€ KOMMOHEHTOB

AHTUrEHL! SpUTPOLITOR peLHeHTa Cosmecmmuv“lxizr:ll%z :g:l;i;i::onepxumero Donyctumblit s:::g:eﬁ;;p:::::onep)Kuu.l.ero

@ @c

cc cc Ce
(4 CC, Cc, cc

EE EE Ee
ee ee

Ee EE, Ee, ee

D D, D-

D¥ek (cnabbii) D, D-

DPerel (napumanbHeiii) D-

D- D-

Mpukas Munzpgpaea Pocenn

o1 20.10.2020 N2 1134H «O6
YTBEPXAEHUU NOPSAKA MEAULUH-
ckoro 06cnepoBaHMs peunnuenTa,
npoBeAeHus Npob Ha MHAMBMAY-
QasnbHY0 COBMECTUMOCTb, BKAKOHAS
6uonoruyeckyto npoby, npu TpaHc-
&by3n1 BoHOpCKOM KpPOBH M (M) ee
KOMMOHEHTOBY

TPAHC®Y3MOJIOTUA 171



Coemectumoctb no cucreme ABO npu TpaHcdysusix KOMNOHEHTOB KPOBU B Pa3NUYHbIE

nepuopbl ABO-Hecosmectumoir anno-TKM un TICK (e nopsake npeanouturensHoctu) (1)

lpynna kposu

Nepuoga | (no npoeepenns anno-TKM u TICK)

Nepuog Il (c momenTa nposepenns anno-TKM u TTCK ao nonnoro npwxmenexus
tpakcnnantara) u Il (c MoMeHTa nonHOro NpUXMBREHMs TpaHCNNaKTara)

P n ' n !
KMATCK | Kok Spmpouwms  Toowbowns' | (8L s Spmpouuy TrouSouus cpwonpeyuntar
0 A Lins rpynnel KpoBM peupnmenta’ 0 A, AB, O° A, AB

0 B [ins rpynnbi kpoBu peupnnuenta’® 0 B, A4, O° B, AB

0 AB Lins rpynnl KpoBM peupnmenta’ 0 AB, O° AB

A AB [ins rpynnbi kpoBM peunnuenta’® .0 AB, O° AB

B AB Lins rpynnel KpoBM peupnmenta’ B, 0 AB, O° AB

A 0 [ins rpynnbi kpoBu peunnuenta’® 0 A, AB, O° A, AB

B 0 Lins rpynnel KpoBM peupnmenta’ 0 B, AB*, O° B, AB

AB 0 [ns rpynnbi KpoBM peunnuenta’® 0 AB, O° AB

AB A Lins rpynnel KpOBM peupnmenta’ A0 AB, O° AB

AB B [ins rpynnbi KpoBM peupnnuenta’® B0 AB, O° AB

A B Lins rpynnel KpoBM peupnmenta’ 0 AB, O° AB

B A [ins rpynnbi KpoBM peunnuenta’® 0 AB, O° AB

A2 0 [Lins rpynnel KpOBM peuunmenta’ 0 A, AB* O° A, AB
A2 A [ins rpynnbi Kposu peuunuenta’ 0 A, AB, O° A, AB
A2 B [Jins rpynnbi kposm peupnuenta’ 0 B, AB*, O° B, AB

A2 AB [ins rpynnsi Kposu peuunuesta’ 0 AB, O° AB

0 A2 [ins rpynnbi kposm peupnmenta’ 0 A, AB* O° A, AB
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Coemectumoctb no cucreme ABO npu TpaHcdysusx KOMNOHEHTOB KPOBU B PA3NIUYHbIE

nepuopsl ABO-Hecosmectumon anno-TKM u TTCK (8 nopsake npeanouturensHoctu) (2)

T — T coumce ot Tt T go e prsara
KMATCK | Kiwick | Ppowms  Tpoubowms' | (S s Spurpown TrouSous e
AB A2 A rpynnbl KposM peupnmenta’ 0 AB, O° AB

B A2 [ns rpynnbi KpoBM peunnuenta’ 0 AB, O° AB

A A2 D rpynnbl KpoBM peupnmenta’ 0 A, AB* O° A, AB

A2B AB Lins rpynnel KpoBM peupnmenta’ 0,B AB, O° AB

A2B 0 [ins rpynnbi KpoBM peunnuenta’® 0 B, AB, O° AB

A2B A Lins rpynnel KpoBM peupnmenta’ 0 AB, O° AB

A2B B [ins rpynnbi KpoBM peunnuenta’® B0 AB, O° AB

0 A2B [Jns rpynnbi kposm peupnuenta’ 0 B, AB*, O° AB

AB A2B [ins rpynnsi Kposu peuunuenta’ 0,B AB, O° AB

A A2B [ins rpynnbi kposm peupnmenta’ 0 AB, O° AB

B A2B [ins rpynnbi Kposu peuunuenta’ 0,8 AB, O° AB

anno-TKM — tpaHcnnaHTauus annoreHHoro KOCTHOrO MO3ra

anno-TICK — TpaHcnaaHTaums annoreHHbIX reMOMOSTMYECKMX CTBOMOBBIX KNETOK

KM — koctHbIl Mo3r

TCK — remonoat14eckue CTBONOBbIE KNETKM

Mpumeuanus:

1 — ponyckaetcs TpaHcy3ms HenpeHTHHOro no cucteme ABO KoHLLEHTpaATA TPOMBOLMTOB, NONYHEHHOTO C UCNONb3OBAHMEM AOBABOYHOTO PACTBOPA PELMMMEHTY € NI0BOM rpynnoil KpoBM
2 — ponyckaetcs TpaHcy3ms HeupeHTH4HOrO no cucteme ABO kpuonpeupnutara peunnuenTy c nio6oi rpynnoit Kposu

3 — B cootseTcTBUM C NpuKkasom Munappaea Pocenn ot 20.10.2020 N2 11341

4 — nony4eHHble MeTOAOM adepesa

5 — nony4eHHble U3 eaMHAULbI KPOBM
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CoBmecTMOCTb Npy TPAHCPY3UAX IPUTPOLIMTCOAEPXKALLMX KOMNOHEHTOB KPOBY B PA3INYHbIE NEPUOABI

HeCcoBMeCTMOiA no pesyc-npuHaanexHoctn anno-TKM u TICK (e nopsaxe npeanouturensHoctu) (3)

AHTUrEHDI 3pPUTPOLIMTOB

Mepuoga | (Ao nposepenms

Mepuog Il (¢ momenTa nposeaeHns anno-TKM

Mepwuog Il (¢ MomeHTa nonHoro

KM — kocTHbIi Mo3r

anno-TKM — TpaHcnNaHTauMs annoreHHoro KOCTHOro Mo3ra
anno-TICK — TpaHEnnaHTaLMS QnoreHHbIX FeMOMOSTUYECKMX CTBOMOBBIX KNETOK

anno-TKM n TICK) 1 TICK po nonHoro npuXueneHus TPAHCANAHTATA) | NPUXMBNEHUS TPAHCANAHTATA)
‘ Peunnnent KM uTCK | flonop KM n ICK
| D dd D, dd dd dd
| dd D dd dd dd
| Dveck / pporcl D dd dd dd
| DD dd dd dd dd
| D DY s D, dd dd dd
| dd Dyeck / Dpercid dd dd dd
| cc Ce cc cc cc
| cc e cc cc cc, Ce
| Ce cc Ce, CC, cc cc [
‘ Ce cc Ce, CC, cc cc, Ce cc, Ce
‘ cc cC cc, Ce cc, Ce cC
‘ cc Ce cc, Ce cc, Ce Ce, cc
| EE Ee EE, Ee EE, Ee EE, Ee
| EE e EE, Ee EE, Ee ee
| Ee EE Ee, EE, ee EE, Ee EE, Ee
‘ Ee ee Ee, EE, ee ee ee
‘ ee EE ee ee EE, Ee
‘ ee Ee ee ee Ee, ee, EE

[CK — remonoat1yeckue cTBONOBbIE KNETKU

Kamensckux, 1. B. Mop60op KoMNOHEHTOB BOHOPCKOM KpOBM B CAly4ae TPAHCIAGHTALYM ONNIOTEHHOTO KOCTHOTO MO3TG 1/ UM GANIOTEHHbIX FEMONO3TUYECKUX CTBONOBLIX KNeTok // femaronorus i Tparc@ysnonorms. — 2022.—T. 67,

N2 §52. — C.112-3.
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Kputepum adpbektnsHocTv TpaHcdysum koHueHTpaTa Tpombouutos

1 — abcontoTHbIN npupoct TpomboumTos yepes 1 u 24 y.

2 — cKOppEKTUPOBAHHBIM MPUPOCT TpoMBouuTos Yepes 1 1 24 .
3 — nnowapp NOBEPXHOCTH Tena

4 — npoueHT BoccTaHoBEHMs TpombouuTos Yepes 11 16 u.

1 | ANT' = konuuectso TpombouuTos ao Tpancdyamu (x10°/ n) - konuyectso Tpombouutos nocne Tpancdyauu (x10°/n)
NNT3(m?) x AAT, 10°/n
cnT =
Konunuecreo nepenutbix pomboupros, 10"
2 |um
100 x ANT x Macca(kr) x 0,075 (n/xr)
MBT* =
Konunuecrso nepenutbix rpomboupros, 10"
‘ Mokasarens Kpurepuit a¢pdextusHoctn ‘
ANt uyepes 1 uac u 24 yaca npupoct Ha 10 x 10°/n u Gonee
CnT yepe3 1 yac coctasun > 7,5 pacyeTHOM efuHMLbI
yepes 24 yaca > 5 pacyeTHbIX eanHMUL,
MBT yepes 1 yac >20%
yepe3 16 yacoe >10%

Cross-secfional guidelines for therapy with blood components and plasma derivatives. 2009. DOI: 10.1159/isbn.978-3-8055-9393-9
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Peakumu u ocnoxHeHus, cBsizaHHble ¢ TpaHcdysueii (1)

Peakums
u (nnu)
OCNOXHEHHUe

MpununHa

Jleyenue

Na6oparopHbie 1 MHCTPYMEHTANbHBIE MCCNEAOBAHUS
€ Lienbio NOATBEPXAEHUS PEAKLMM U (MnK) ocnoxHeHns*

ObbemHas nepe-
rpy3ka

WU36biToutbiit 06bem TpaHcdy3um ans
peLMNHeHTa

CumnTomaTHyeckas Tepanus oTeka Nerkmx

Ocrpoe nospexpe-

Hanwmune goHopckmux antunelikouuTap-

[niokoKOpTHKOCTEPOMABI (NPERHM3ONOH,

30—60 mr, unu aekcameTtasok, no 4—8 mr)

Pentrenorpacus opraoe rpyaHo# KneTku.

Tectbl Ha CIHTMHe;iKOLlMTCIthIe QHTUTENA U AHTUTENA K HeﬁTpOd)MHGM B

Hue nerkux HbIX GHTUTEN B KPOBM PELMMUEHTA
CnmnTomaTiyeckas Tepanus oTeka MerkuX | CLIBOPOTKe
Ocrtpbiit pecnupaTopHeiit AUCTPECC-CHH-
Onpeiluka AiPOM, PA3BMBAIOLUMHACS B Te4eHHe Cumntomatuyeckas Tepanus
24 yacos nocne TpaHchy3uM
KpQnuBAHLLa: HOTWAMe aHTHTeN K Bemkam AHTUrMCTAMMHHbIE npenaparsl (knema-
Annepruseckve P ‘ cTuH, 2%, 2 Mr, WM Apyroi npenapar

peakumm (kpanue-
HULQ, OHAGUNAKTH-
YeCKWil WOK M Ap.)

MJ1a3Mbl

C GHANOTHYHBIM AEHCTBMEM)

AHadMnaKTM4eCKUi LOK: MePBUYHBI
ummyHogeduumt IgA y peupnuenta

MpoTuBowIOKOBAs Tepanys

Ouetka yposHs ceiBopoTouHoro IgA y peupnmenta

MoctpanceyamoH-
HOSi FUNOTeH3Ns

Cocyavcras peakupts, oBycnosneHHas
BbIGPOCOM BpAAMKHHMHA

CumnToMaTMyeckas Tepanus, B THKENbIX
Cly4asX — NPUMEHeHHe Ba3OMPECCopoB

MUneprepmuyeckas
(pebpunbHas)
HereMonuTHyeckas
peakuus

Cekpeups LIMTOKMHOB MMMYHOKOMTIETEHT-
HBIMM KITETKOMM, COMPOBOXAQIOLLASCA
MOBLILLIEHMEM TEMNEPATYPbI TeNA PELMMM-
enta Bbiwe 38 °C

AHTUrMCTOMMHHbIE Npenaparsl (knema-
ctut 2%, 2 Mr, unM Apyroi npenapar

C QHANOTUYHBIM FEHCTBHEM).
Hapkouyeckue ananbreTmky
(rpumenepuant 2%, 2 mn)
[MioKOKOPTHKOCTEPOHALI (MPERHM3ONOH,
30—60 mr, unu pexcametasoH, 4—8 mr)

EGKTepMOHOI‘M"IeCKoe MCCNepoBaHUE KPOBHU.

Onpepenete QHTUNEMKOLUTAPHBIX AHTUTEN, AHTUTPOMBOLIUTAPHBIX
QHTMTEN, QHTUTEN K HEHTPOGMNAM B CbIBOPOTKE

TPAHCOY3UOJIOTUA
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Peakumm 1 ocnoxHeHus, CBA3aHHbIE ¢ TPaHcdy3uei (2)

Peakuus

Na6opaTopHbie U MHCTPYMEHTANbHbIE UCCNEAOBAHMS
u (nnu) Mpuumna Neuenue *
OCHONKHEHME C LieNbIO NOATBEPXKAEHMUS PEAKLMN U (UNK) OCNOXKHEHMS

MMMy HHble peakupM: HannuMe y peLuniu-
€HTO GHTUTEN K QNNOGHTUIEHTM 3PUTPO-
uwros poxopa (ABO, pesyc-daktop u

- OnpepeneHme annOMMMYHHBIX GHTUTEN y PELIUMMEHTA M X UEEHTH-
APYTas HECOBMECTUMOCT) [MioKOKOPTHKOCTEPOUALI (MPERHM3ONOH,

R e s s ] HKALMS C UCNONbIOBAHMEM NAHENN TUIUPOBAHHBIX SPUTPOLITOB,
o L NaCl 0.9%. copepxauiei He meree 10 0Bpa3LioB kneTok.
opeuposantbii aypes (NaCl 0,9%,

i .| - Onpepenenue anturexos aputpounTos peunnuenta C, ¢, E, e u apymix
0= BTy Gzt A=) onctem (Kuaa, Jaddw, Miorepan, MNS, Tesuc u pyrve).

- Onpenenetie annoMMMyHHbIX GHTUTEN y foHopa (B cryyae Tpatcdy-
3MM KOMTMOHEHTOB IOHOPCKOM KPOBM, COAEPXALUMX MAAIMY, U UX MACH-
TUGHKALIMIO C UCMONb3OBAHUEM NAHENM TUTHPOBAHHBIX 3PUTPOLIUTOB,
copepxauieit He meree 10 0bpasuios knetok).

- MpoBeaeHHe NpsMOro aHTUrIOBYAMHOBOTO TECTA, BHINOAHEHHOTO

NPOBOAMTCA O KYNMPOBAHUS KNMHUHECKHUX
NPOSBAEHUH reMONM3Q.
Kontponb aprepuansoro pasnenns (Af),
LieHTpanbHoro eHoaHoro faenekms (LIBJ),
06bEMa M LBETA MOYM,

Ocrpeiit reMonms

He”MMYHHble s Sl np“ Hea¢¢eKT”BHOCT“ KOHcepBQT”BHOﬁ B 06 QA3L0X KPOBU PELMNUEHTA, B3ATbIX AO M MOCNE T 0HC¢ 3UN
PUTPOLMTOB AOHOPA BCEACTBME TepaNYM UM GHypHM —nnasmadepes o PUSLAXIKpOEKIpEll ] A POHCQY3UM.
HOPYLLEHMS TEMMEPATYPHOTO PEXMMA reMOMaNH3 - Unpepenesne aHTMIpUTPOLIUTAPHDIX dYTOAHTUTEN M XONOAOBLIX

QHTUTEN

WU CPOKOB XPaHeHHs, Hecobniopenus
NpABMA NOATOTOBKM K NEPENUBAHMIO,
CMELUMBAHMS C TMMOTOHUHECKMM MNU
TUNEPTOHMYECKMM POCTBOPAMM
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Peakuuu n ocnoxHeHus, cBI3aHHbIE € TPAHCPY3U

:e(:;:;m Mpnanna Tevenme Na6oparopHble 1 MHCTPYMEHTANbHBIE MCCNEAOBAHUS
€ LienbIo NOATBEPXKAEHMUS PEaKLMU U (UIK) OCNOXHEHMS *
OC/I0XXHEeHue
- Onpepenetme QnMOMMMYHHBIX GHTUTEN Y PELMMHEHTT U UX MAEHTH-
IoKoKOpTHKOCTEPOMES! (MpemHH3OnoH dukaups ¢ MCRION530BGHHEM NNOHENN THTHPOBAHHbIX SPATPOLMTOB,
P el 4—8 wmr copepxatuei He meee 10 06pasLios knetok.
. , AT 20 S _%Mr) - Onpepenetme anreros aputpoumtos peunnuenta C, ¢, E, e u apyrmx
BryTpuknerounsiit (Tkanesbi) remonns | Popeuposankbii anypes (NaCl 0,9%, e e Kt D@ A lcrepah NG A Eare M DT el
8 pesynbrare TpaHcdysum Hecosmecrw- | 2000—3000 mn; dypocemun, 20—40 mr); | On ep,enermé oM HHbI)F(’OH’TMTen g 10HODO (chyn 408 TDHC-
OrcpoyerHbif MbIX 10 GANOGHTUIEHAM 3PUTPOLIMTOB MPOBOAUTCS A0 KYNMPOBAHHS KAMHMHYECKUX 6 3PW COMTONEHTOS p,ozlo s yco,u,e )F:mumx znusmp
remonu3 FOHOPQ (QNINOMMMYHH3OLMA OTMEYOETCS | NMPOSBAEHHM FeMONM3a. “);X S —— MCﬁOﬂBOBF:]HMeIM nauinu Y oaou)rlllux
B nepyog ot 24 vacos po 28 arei nocne | Kontpons AJl, LIB[I, obvema u uset moum. apHTPOLATOR, copepaclLeH He Mekee 10 0Bpaatios KHETOK]
. b .
Tpakcchyauu] Tnem:sztﬁ:'::;;2:1?:::::;?;::“ - MpoBeaeHHe NpsMoro aHTUrIOBYAMHOBOTO TECTA, BHINOAHEHHOTO
 rEMOTUAAS B 06PA3LAX KPOBM PELUMMEHTA, BISTLIX 4O U NOCNE TPAHCPY3UH.
- OnpepeneHme QHTUIPUTPOLMTAPHBIX AYTOGHTUTEN M XONOAOBbIX
QHTUTEN
Henocpencraento nocne Tpancdysuu
OrcpoyeHas NPU3HAKM reMOAM3Q OTCYTCTBYIOT; B CPOK
cepornoruyeckas o7 24 4 o 28 pHeit nocne TpaHchy3uu n 6a Kywb
TPAHCPY3MOHHAS | Y PELMNMEHTA BhISBASIOTCS paHee He pamas poba Rywoed
peGKUMﬂ BbIIBNE€HHbIE OHTMBPHTPOHHTOPHBIG
QnIoaHTUTENd
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Peakuum 1 ocnoxHeHms, cBasaHHbie ¢ TpaHcdysmen (4)

Peakuus
J'IaGopa‘roprle M UHCTPYMEHTANbHbIE UCCNIEAOBAHMUSA
u (nnum) Mpuunxa Neuenue "
C LieN1blo NOATBEPXAEHUS PEaKLUK U (MHM) OCJ/TIOXKHEeHUs
OC/I0OXHEeHue
BBeneHme MMyHOKOMMETEHTHBIX KNETOK
poHopa (T-numdbounTos) MMMyHo-
KOMNPOMETMPOBAHHOMY PELMMMEHTY
MPUBOAKT K UX Mponudepaunu 1 audde- . .
Zuuunosxe . opruuu(gmz iu“nfthf OBLwtii M BHOXMMUYECKUH (KTUBHOCT ANAHUHAMUHOTPAHCHEPA3SI,
f peHLAp P P ' acnapTataMMHOTpaHchepashl, WenouHow pocdarasbl, ypoeHb bu-
il i le s sHEcenios peXieH e IOk nupy6mHa) aHanua kposw, koarynorpamma (yposens dubpuorea)
OHHas BonesHb peuwnmenta, skenpeceupytowpx HLA-ah- Py posk, Koarynorp P P e
[MioKOKOPTHKOCTEPOHLI 61ONCHS KOXU C TUCTONOTUHECKAM UCCTEROBAHWEM (MPH HAMMYMM KOXHOV
«TPAHCMNIGHTAT urenbi | v Il knaccos (koxa, xenyaou- I
MPOTUB XO39MHA» | HO-KWILEYHBIH TPOKT, NEYeHb, CENe3eHKka : ,
P - RO ' ! WUccnepoBatie XuMepHMa NEHKOLIMTOB; ynbTPA3BYKOBOE HCCTEROBAHME
: BplowHoi nonoctu
XapakTepHbl KoXHas 3puTeMa, Anapes,
NOPAXEHHE MEeYeH C renaTomeranen.
CHHAPOM MOXET pU3BMBATBCS B CPOKM OT
2 pHeit o 6 Hepenb nocne Tpaxcdysmm
O6pasosatue axTwTen K TpOMBOLMTAM
unu neikouutam (antu-HPA, antu-HLA . ,
: ! ' ) OByt aHANM3 KPOBH, BbISBNEHUE AHTUNEHKOLMTAPHBIX AANOAHTHTEN
Moctpancdyamon- | vepes 5—12 gHeit nocne TpaHcdysuu,
p [niokoKopTHKOCTEPOUALI (antn-HLA) & chiBoporke.
Has nypnypa nposBAftoLieecs BbipaXeHHOU TPOM-

BouuTONEHMEN U reMOPPArKHEcKUM
CMHAPOMOM

Buisenenue anturpombouptaphbix antuten (antu-HPA) B chiBoporke

CenTnyeckui wok

CenTryeckuit WoK Npu nepenusaHmm
MHOMUMPOBAHHOTO KOMMOHEHTA KPOBY

AHTUBAKTEpMANbHAS TEPANKS MPENApPATaMM
LIKPOKOTO CMIEKTPA AeHCTBHS, MPOTMBOLLIO-
KoBas Tepanms

BOKTGPMOHOTMHGCKOG nccneaosaHne Kposu
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Peakumm 1 0cnoXHeHus, cea3aHHble ¢ TpaHcdysmen (5)

Peakums
u (nnu)
OCNIOXHEHUe

MpununHa

Jleyenue

Nab6opaTopHbie U MHCTPYMEHTANbHbIE UCCNEAOBAHMS
€ LienbIo NOATBEPXKAEHMUS PEaKLMU U (UAK) OCNOXHEHMS

Meperpy3ka xene-
30M — BTOPHUHbIN
reMOXpoMarTo3

Meperpyska xene3som (remocupepos)
OpraHOB B PE3yNbTATE MHOXECTBEHHbIX
NepenvBaHHUii 3PUTPOLIUTOB

Komnnekcoobpasytowue cpeactea (ae-
depaanpokc, 15—20 mr/xr unm gpyroit
NPENapaT ¢ aHaNOTUYHbIM AeiCTBUEM)

Onpepenetie ypoBHs $eppuTHHA B CbIBOPOTKE (He ROMKEH NpeBbILATh
1000 mkr/n)

Undrunposanue
TeMOTPUHCMMCCHB-
HBIMM MHEKUMIMM:
BMY-mudpexups,
BMPYCHbIE FeNnaTHTI

BuC

MHOUUMPOBAHMSA PELMNUEHTT

* KoHTeitHep ¢ KOMMOHEHTOM KPOBH, NpM TPAHCHY3NUM KOTOPOTO BO3HMKIA PEAKLMS UK OCNOXHEHUE, NPOBMPKA € KPOBbIO PELMMUEHTA, UCNONb3OBAHHAS
ANs NpoBefeHUs Npob HA MHAMBMAYAbHYIO COBMECTUMOCTD, M 0Bpa3eL, KpOBM PeLMNIMEHTA, MCMONb3OBAHHBIM ANs NPOBEAEHUs MHAMBMAYANbHOTO Noabopa
(npu ero nposepermn), nepepatotcs B yCTAHOBNEHHOM B MEAMLIMHCKOM OPraHM3ALMM NOPSAKE ANsl OLEHKW NAPAMETPOB KAYeCTBA M 6e30MaCHOCTA.

b. A. Akcenspon v ap. KnuHuyeckoe 1Cnonb3osaHHe SpUTPOLMTCOREPXaLLX KOMMOHEHTOB OHOPCKOW kposw // femaronors u Tparcgysmonorys. - 2018. - T. 63, N2 4. - C. 372-435. - DOI: 10.25837/HAT.2019.62.39.006
Mpukas Munagpasa Poceun ot 20.10.2020 N2 1128k «O nopsake npeacTasneus MHPOPMALMM O PEaKLAX U 06 OCNOXHEHNAX, BOSHUKILMX Y PELMIMEHTOB B CBSI31 C TPAHCPY3Helt (nepenBamem) BOHOPCKOi kposu v (unw] ee komno-
HEHTOB, B YNONHOMONEHHbIA (eiePANbHbI OPFOH UCOMHUTENLHOM BAGCTH, OCYILECTBASIOWA GYHKLMA NO OPTAHU3ALMM AESTENLHOCTH CAYXObl KPOBUY

Xubypr E.B. 1 ap. TpaHcdyamoHHbIE peakuym: Kak NPeaoTBpaTHTs, onpeaeTs, nents // 3amecrutens rmasroro spava. - 2018. - N2 5. - C. 94-105.

[MpoBeneHue TPAHCHY3HONOrUYECKOTO PACCNEAOBAHMS CyYas
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Mopsaok nepeaaun uHpopmaumm o peakumsx u 06 0CNOXHEHMSX,
BO3HMKLUMX Y PELIMMMEHTOB B CBSA3M C TPAHCPY3UEN

Boisnexue peakumu u (unn) ocnoxHenns,
BO3HUKLLETO Y PELIMMUEHTA B CBA3M C TPAHCPY3men

3anonHenue (B ABYX 3K3eMNAAPAX | U3BELLEHNS O PETKLMM U (UnN) OCTIOXHEHUM,
ROMKHOCTHBIM JTLLOM, OTBETCTBEHHBIM 30 YHET PECKLMIA U (MAK) OCTIOXHEHMR,
HO3HOYOEMbIM PYKOBORUTENEM MEANLIMHCKOI OPTaHM3ALMN, HE NO3AHEE TPEX
pabounx gHei ¢ MOMEHT BLISBNEHMS PEAKLMN 1/ WM OCTOXHEHMS

. Pykoeoautenu oprannsauuii He nosaHee Tpex paboumnx aHen
Ocraetcs B MEAVLMHCKON OPTaHM3ALMU C MOMEHTO BbISBNIEHNS PEAKLMM U (MNK) OCNOXHEHNS
NPeAOCTABNSIOT U3BELEHME B OPTAHN3ALMIO CYXBbl KPOBM

Opranusaums cnyX6bl KPOBM, OCYLLECTBUBLUGS 3ATOTOBKY, XPOHEHUE ROHOPCKOM KPOBY U (MnK) ee KOMNOHEHTOB, nocne TPaHcPy3un
(nepenuBanms) KOTOpOW BLISBNEHA PEAKLMS AW OCTOXHEHNE Y PELMNMEHTa, NpeaocTaBnseT nidopmaumio 8 Pepepancoe
mepuko-6uonoruyeckoe arentcreo (PMBA Poccun) nytem BHecenns nidopmaumum o peakumsx 1 (unn) ocnoXHeHMsX y peumnmneHTos B basy
AOHHBIX AOHOPCTBA KPOBU M €€ KOMMOHEHTOB, B CPOK HE MO3AHEE NSTU PABOUMX AHEN C MOMEHT BLISBNEHNS PEAKLUM 1 (M) OCNOXHEHHS.

Mpukas Munagpasa Poccum ot 20.10.2020 N 11281 «O nopsake npeacTasnems uHdopMaLmumu 0 peakuusix 1 06 OCTOXHEHUSX, BOSHUKLUMX Y PELMMIUEHTOB B CBI3U C TPAHChY3MEN
(nepenusanuem) RoHOPCKOM KPOBM 1 (k) ee KOMMOHEHTOB, B YNONHOMONEHHBIA GeAePAnbHbI OPraH MCMONHMTENLHOM BAACTH, OCYLUECTBASIOLMH GYHKLM MO OPraHM3ALMM AeSTENbHOCTH
cnyx6bl KpoBM»
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MeTopbl akcTpakopnopanbHoO reMOKOPPEKLMK 1 poToremoTepanmm,

NPUMEHsIEMbIE Y NALMEHTOB ¢ 3a60nesaHusmm cuctembl kpoeu (1)

3abonesauue Mpoueaypa 3abonesanue Mpoueaypa
A Mnasmadepes Mnasmadepes
TOUMMYHHOS
Y Y Obbem 1-1,50Un Obnem 1-1,50Un
reMosiIuTuyecKas aHemus 3p“1p°n03T“quKa“
Yacrora 4epe3 AeHb UK eXEAHEBHO Yacrota kaxasie 1-3 pHs
npotonop¢upus
Katacrpod;mecxm’n Mnasmadepes O6MeHHOE NepenvBaH1e 3pUTPOLUTOB
aHTuochonunmaHbIif Obbem 1-1,50Un Yacrora ‘ 3/uep. (nopmepxka 1/wen.)
CMHAPOM Yacrota 4epe3 AeHb UM EXEAHEBHO Peakuus TPAHCANAHTAT .
JkcTpakopnopanbHbiii porodepes
Mnasmadepes NpOTHMB XO3SMHA
Obrem 1-1,50Un - Mnazmadepes
enNapUH-UHAYLMPOBAHHASA
OGH%p)’)KeHM:) Yacrora exeaHeBHO Tpom%oumonyeuuz Obem 1-1,50Un
I OPOBIPIKIOROR Yacrota 4epes AeHb U EXEAHEBHO
CBEPTLIBAHMS LI .
Obem 2-30LM Iunepneitkouutos L LCT D
Yacrora exenHeBHO omn -neﬁ!(ou,mbl >400x10°{ n | Obvem 2 OLK
Mnasmagepes OMJ1 - neiikouutsi >100 x10°/a Yacrora /0 ONTUMANLHOTO KONIYECTBA NIEIKOLUTOB B KPOBK
Oben 1-1,5.0UM i . LR (D)
MNepBUCKO3HbIM CUHAPOM, Obvem 1-1.50UM
6 Hacrora Kaxgeie 1-3 phs rMReprammarnobynmHemus
KPMOTHO YNUHEMUS e Yacrora Yepes fieHb UM eXeiHEBHO
Osen 2-30UM Mnasuagepes
Yacrota kaxasie 1-3 gus Ovenm 1-1,50un
- LIQCTOTO 4epe3 AeHb UNU EXEQHEBHO
JkceTpakopnopanbHblif Gorodepes NmmyHHas TpOM50uMToneHMﬂ
TpuboBnaHBIi MMKO3 Yacrora 1 pas s Hen. — N26; 1 pas s 2 wea. — N2 6 R
u cuiapom Cesapu Mongepxsaiowos ) Obem 2-300n
1 pa3 8 mecsy — N2 12
Tepanus Yacrora eXeAHEeBHO
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MeTtopbl akcTpakopnopanbHo reMOKOpPpPEKLUK 1 poToremoTepanmu,

NPUMEHSIEMbIE Y NALMEHTOB ¢ 3a601EBAHUAMM cMCTEMBI KPOBM (2)

3060"63(“‘"16 ﬂpouenypa
WUcturHas nonvumutemmus Spwtpoumradepes
1 3puUTpoLmMTO3 Obrem ‘ /O AOCTUXEHMUS reMaTokpuTa MeHee 45%

Cepnosunuoxnerounau GHeMus

O6MmeHHbIf 3puTpoLMTadepes

OUIM — obvem uMpKyn1pyioLLei nnasmbl

Obvem ‘ 0 ROCTMXeHMS LeneBoro sHayenns HbS menee 30% OU,K — obbem u,upxynwpylow.eﬁ KpoBu
p OJI1 — ocrpbiit nMMdpobnacTHbIi neiko3

TromBouutagepes OMIJ1 — octpeiit MMenonpHBbIi neikos
TpomBounTos O6rem 1,5-2 0UK

4 XEeAHEBHO MU PU BOSHUKHOBEHUM CHMITOMOB, O AOCTUXEHMS LENEBOTO 3HAYEHHS

acrora TpombounTos Menee 450x10%/n

Mnasmadepes
Tpomboruueckas Obnen 115011
MUKpodaHrmonarus

Yacrota 4epes AeHb UMM eXeRHEBHO

Mnasmadepes Connelly-Smith L. et al. Guidelines on the Use of Therapeutic Apheresis

in Clinical Practice — Evidence-Based Approach from the Writing

TpOMgOT"quKun O6vem 1-1,50Un Comnitiee of the American Society for Apheresis: The Ninth Special
TpomoouuToneHn4eckas nypnypa Issve. J Clin Apher. 2023 Apr;38(2):77-278.DOI: 10.1002/

Yacrota eXeHeBHO |C022043 PMID: 37017433.

Mnasmadepes
TpaxcnnanTauyms KocTHoro Mo3ra
WU remono3aTu4YeCcKux CTBOI0OBbIX Obbem 1-1,50Un
Knetok Hecoemectumas no ABO

Yacrora eXefiHeBHO
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