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MeTtoabl

CBeToBas MUKpocKonua, mopdosiorus

Lutoxumma

dnroopecueHTHaa mmkpockonusa, UMX,
oAHO/ABYXUBETHAs NPOTOYHAnN
LUTOMETPUA, UMTOreHeTuKa, FISH,
HLA-TMnupoBaHue

MHorouBeTHas NPOTOYHan
untomeTpusa, MonekynspHo-
reHeTMYecKne MeToapbl,

CunkBeHc HoBoro nokosneHna NGS,
MuKkpouunbl,
Macc-cnektpomeTtpus, *

Knaccudpukaummn

1868r Neumann
OCTPbIN /XPOHUYECKU
MUNENONAHbIN
/numdounaHbii

1976r FAB (MO-M7 n /11-
n3)

1997, 2001 WHO

B- uan T —nnHun,
+UMTOreHeTu4yeckue
aHOMANNN

2008, 2016 WHO
[eHeTnYecKoe
«nponndunnpoBaHue»

dannbl «oTNneYaTKU
NanbLEB»:
TPaHCNPUNTOM,
NPOTEOHOM

*Classification of Acute Leukemias — Past, Present, and Future, 2015

Tepanus

MannnatmnsHas

LinToctaTnueckas

TapreTHaAa Tepanua,
TCKM

UTK,
MOHOKNOHaNbHbIE
aHTUTena,
Checkpoint inhibitor,
CARTT

MauneHT cneumdpmnyeckas
Tepanua u
nabopatopHbIn
MOHUTOPWUHT,
MEHeXMEHT K/JIOHOB



200 2008 2016

Myeloid
AML with t (8;21) (922;922), (AML1/ETO)
AML with inv (16) (p13g22) or t (16;16)
(p13;922), (CBFB/MYH11)
Acute promyelocytic leukemia with t (15;17)
(022;912), (PML/RARa)
AML with 11923 (MLL) abnormalities

AML with multilineage dysplasia

AML and myelodysplastic syndrome,

therapy related AML

AML without maturation / with maturation

Acute myelomonocytic leukemia

Acute monoblastic and monocytic leukemia

Acute erythroid leukemia

Acute megakaryoblastic leukemia

Acute basophilic leukemia

Acute panmyelosis with myelofibrosis

Myeloid sarcoma

Acute leukemia of ambiguous lineage

Undifferentiated acute leukemia

Bilineal acute leukemia

Biphenotypic acute leukemia
Lymphoid

Precursor B-cell neoplasm

Precursor B-lymphoblastic leukemia

Mature B-cell neoplasm

Burkitt leukemia

Precursor T-cell neoplasm

T-lymphoblastic leukemia

Myeloid
AML with t (8;21) (922;922); RUNX1-RUNX1T1

AML with inv (16) (p13.1922) or t (16;16) (p13.1;922);

CBFB-MYH11

Acute promyelocytic leukemia with t (15;17)(922;q12);

PML-RARa

AML with t (9;11) (p22;923); MLLT3-MLL

AML with t (6;9) (p23;934); DEK-NUP214

AML with inv (3) (921926.2) or t (3;3) (921;926.2);
RPN1-EVI1

AML (megakaryoblastic) with t (1;22) (p13;913);
RBM15-MKL1

AML with mutated NPM1*

AML with mutated CEBPA*

Mixed phenotype acute leukemia with t (9;22)
(g34;911.2); BCR-ABL1

Mixed phenotype acute leukemia with t (v; 11g23); MLL

rearranged

Mixed phenotype acute leukemia, B/myeloid, NOS

Mixed phenotype acute leukemia, T/myeloid, NOS

NK cell lymphoblastic leukemia/lymphoma
Lymphoid

B lymphoblastic leukemia/lymphoma, NOS

B lymphoblastic leukemia/lymphoma with t

(9;22)(934;q11.2); BCR-ABL1

B lymphoblastic leukemia/lymphoma with t (v; 11923);

MLL rearranged

B lymphoblastic leukemia/lymphoma with t
(12;21)(p13;922);

TEL-AML1 (ETV6-RUNX1)

B lymphoblastic leukemia/lymphoma with
hyperdiploidy

B lymphoblastic leukemia/lymphoma with
hypodiploidy (hypodiploid ALL)

B lymphoblastic leukemia/lymphoma with t
(5;14)(g31;932); IL3-IGH

B lymphoblastic leukemia/lymphoma with t
(1;19)(g23;p13.3); E2A-PBX1 (TCF3-PBX1)

Myeloid/lymphoid neoplasms with PDGFRA
rearrangement

Myeloid/lymphoid neoplasms with PDGFRB
rearrangement

Myeloid/lymphoid neoplasms with FGFR1
rearrangement

AML with t(8;21)(g22;922.1); RUNX1-RUNX1T1
AML with inv(16)(p13.1922) or
t(16;16)(p13.1;922); CBFB-MYH11

APL with PML-RARA

AML with t(9;11)(p21.3;923.3); MLLT3-KMT2A
AML with t(6;9)(p23;q34.1); DEK-NUP214

AML with inv(3)(gq21.3926.2) or
t(3;3)(921.3;926.2); GATA2, MECOM

AML (megakaryoblastic) with t(1;22)(p13.3;913.3);
RBM15-MKL1 AML with BCR-ABL1

AML with mutated NPM1

AML with biallelic mutations of CEBPA

AML with mutated RUNX1

B-numdobnacTtHbii neiikos/nnmdboma c
NOBTOPAOLWMMMNCA XPOMOCOMHbBIMW aHOMANUAMMU
— B-numdobnacTtHblll nenkos/nnmeboma c t(9:22)
(934;q11.2); BCR/ABL1

B-numdobnacTtHbiit neiikos/numdpoma c
t(v;11923.3); KMT2A rearranged
B-numdobnacTtHbiit neiikos/nnmdpoma c
t(12;21)(p13.2;g22.1); ETV6-RUNX1
B-numdobnacTtHbiit neiikos/nnmdpoma c
runepgaunaounamen — B-numdpobnacTHbIMi
nenkos/nnmeoma c runoaunnaomanen
B-numdobnactHbli neiikos/ammdpoma c
t(5;14)(931.1;932.3); IL3-IGH

B-aumdobnactHbli neiikos/nmmdpoma c
t(1;19)(q23;p13.3); TCF3/PBX1
B-numdobnactHbiit neikos/nmmepoma,BCR-ABL1-
like B-nnmdobnactHbIN neinkos/ammdoma c



Molecular classes of AML and concurrent gene mutations in adult patients

KIT "25% NRAS "20%

RUNX1"40% | MLL-PTD "25%

ASXL1720% | DNMT3A "20% N drivers FLT3ITD "35% Cohesin® ~20% | ASXL2 ~20%

- NO dass 3°/6 FLT3‘TKD -15°/ B
SASF2720% | STAG2 15% IDH2™2 12, 5% 1(15;17)(q22;921); PML-RARA e ZBTB7A "20% | ASXL1710%
13% WT1715% EZH275% | KDM6A “5%

NRAS "15% | FLT3ITD "15% | | DNMT3A “70%

MGA "5% DHX1575%

TET2715% BCOR "10%

1(8;21)(q22;q22.1); RUNX1-RUNXITT

U2AF1710% | PHF610%

ZRSR2°5% | SF3B1710% 7% NRAS "40%
EZH2 5% KIT "35%
Chromatin-spliceosome inv(1 5)(P‘3-1q23i° CBFB-MYH11 FLT3TKD 20%
13% \ KRAS "15%
t(v;11q23.3); X-KMT2A KRAS "20%
TP53 mutant - 4% NRAS "20%
chromosomal aneuploidy®
10% 1(9;22)(g34.1;q11.2); BCR-ABL11% FLT3-ITD "70%
(6;9)p23;q34.1); DEK-NUP214 1% KRAS "20%
5;11)(q35.2;p15.4); NUP98-NSD1 1% FLT3-ITD “85%
biCEBPA mutant 4% o . : | -
- inv(3)(q21.3926.2);° GATA2,MECOM 1%
GATA2 "30% \\
“309 Other rare fusions 1%
NEAGSU® NRAS “30% | KRAS "15%
WT120% 1(3;5)(925.1;935.1); NPM1-MLF1 PTPN11 -20% | SF3B71 20%
CSF3R "20% 1(8;16)(p11.2;p13.3); KAT6A-CREBBP GATAZ15% | ETve 15%
NPM1 mutant 30% t(16;21)(p11.2,q22.2); FUS-ERG PHF615% | RUNX1-10%
/ t(10;11)(p12.3:q14.2); PICALM-MLLT10 o on | Aevi e
DNMT3A "50% | FLT3-ITD "40% | Cohesin® "20% | NRAS "20% 1(7;11)(p15.4;p15.2); NUP98-HOXA9 NET 0%
IDH1715% | IDH2%'"°~15% | PTPN11715% | TET2 15% 1(3:21)(q26.2;q22): RUNX1-MECOM

Hartmut D6hner et al. Blood 2017;129:424-447 ,‘.
S
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KAMHUYEeCcKne peKoMeHaaumm

(naBHas [y6aukaumn  OBHOBAEHWSA +825 [pynobl  CnpaBoYHMKM ¥

Anekcanap YyyanuH: MuHsgpas cosgan TynuKoBYH
CUTYaLIMIO C KITMHUYECKUMMN PEKOMEHALINAMM

B4epa B 14:27 @ MeanuMHCKMIN BECTHUK

B Poccuu HeobxoamMmo co3gaTh pyHAaMEHTaNbHY0
CUCTEMY HamnMCaHUs KIMHUYECKHUX pekomeHaaumn (KP),
6e3 Yero He y4acTcs NONHOLEHHO pa3BMBaTh 3TH

AOKyMeHTbl. 06 3TOM B MHTEPBbI0 «dapMaLeBTUYECKOMY

npesugeHT HaunoHanbHOM MeAWLMHCKOM nanarsl,

aKageMMK AnekcaHap Yy4danuH.

OH NoACHWUA, YTO NOA TaKOM CUCTEMOM NOHUMAETCS
MeXAYHapoAHOe COTPYAHWYECTBO, OTKPLITOCTb MH(OPMALMOHHBIX 6aHKOB C AaHHBIMM O KIMHUYECKMX

nccnegoeaHMAX. «Hawwmx 3KCNEPTOB HYXHO Hay4UTb A€NaTb CMCTEMHbIM 0630[) M METa-aHanus. HOF,D,E\

BECTHUKY» 3asBu/ aupekTop HUW nynbmoHonormu, Buue-

KaneHnapb cobl

[ Bce cneuuanmsaumm

[

I

|/1 LITANOALIL IS M IF -




K p MTM Ka K P Tpuwa MNpuHxansex «OcHOBbI 0OKG3amMesbHoU MeoOuUyuUHbI»

e KP MOrvr ocHoBbIBaTbCsi HA MHEHMW 3KCNEpPTOB, OTPaXKatoLem He 060CHOBaHHYIO
IOKa3aTeNIbCTBAMM MPaKTUKY

e CHUKasa BapbmabenbHOCTb MeaANUUHCKOM nomouin, KP moryt cnocobctBoBaTth
AOCTUXKEHUIO CPeAHEero, a He Hanuayylero ypoBHA MeANLMHCKOM MPAKTUKN

e KP npenAaTcTBYOT MHHOBALUMAM, a C/lydan nepecTatoT paccmaTpuBaTbCA
MHAUBMAYANIbHO

e KP MOTYT UCNOJZ1Ib30BAaTbCA KOPNUCTaMU, ANA OUEHKU KOMNETEHTHOCTU BpPaya

e KP. pa3zpaboTaHHble Ha HAaLMOHA/IbHOM YPOBHE, MOTYT HE YYUTbIBATb MECTHbIE
0CObeHHOoCTH

e KP moryT BbI3biBaTb ANCOaNAHC CUA MeXKAY Pa3/IMYHbIMU NPOdECCUOHA/IbHbIMU
rpynnamwu

— KP He Bceraa yny4watot npodeccMoHanbHyo AeATeNbHOCTb UK UCXOAbI.

ANNbTEPHATUBDI: «/ZloKkazamenbcmea peanbHoz20 mupa (Real-World Evidence - RWE)»
(LUnTtata m3 guckyccum Ha K9P 2018)
«HOW | TREAT» - NMYHbIN ONbIT BeAYLWNX KTNHULUCTOB



KnuHuyeckue
peKkomeHaauumn

NepBMYHaAA AMArHOCTUKa

NMporHocTtuyeckue
MapKepbl

OueHKa
«OCTaTOYHOM
6onesHn»

No ANarHoCTUKe "
NIeYEeHUI0 OCTPbIX
muenobnactHbix
NIeK030B B3POC/bIX
(2014, 2018)

Nno ANarHOCTUKe u
NeyeHuio
NPOMMUENOLUTAPHOro
NIeiKo3a B3POC/bIX
(2018)

Mopdonornyeckme
nccnenoBaHumA

LUutoxmmma
UmmyHodeHOTUNUpPOBAHME
LutoreHeTukKa

FISH: RUNX1-RUNX1T1, CBFB-
MYH11, MLL n EVI1 del 5g n 7q.
MLUP: (BcnomoraTenbHo)

Mopdonornyeckume
nccnenoBaHumA
UMmmyHodeHoTUNMpoBaHue
LluToreHeTnKa
t(15;17)(g22;912- 21)

FISH PML/RARa

NUP-PB: PHK PML/RARa
Tpomboanactorpadus

MUP: NPM1, FLT3,
CEBPA

+ B pamKax
nccnegoBaHUN:
MLL, NRAS, WT1,
KIT, RUNX1, TET2
IDH1, RAS, TP53,
NUP-PB: ERG, MN1,
EVI1, BAALC

HeT

TonbKo B
paMKax
nccnegoBaHnm

MNnuP-PB:
KOJINYECTBEHHbIN
TecT PHK
PML/RARa



KnunHunyeckue NepBMYHAA ANMArHOCTUKA MNMporHocTtnyeckun | OueHkKa

pekomeHgauum e MapKepbl «OCTAaTOYHOM
6onesHn»

Nno AUarHocTuKe u Mopdonormyeckme uccnegoBaHua PacuyeT no MLP-PB:

neYyeHuto LiutoreHetmka t(9;22)(q34;q11) Sokal, EUTOS,  KONMYeCTBEHHbIN

(Ph-xpomocoma) Euro u ELTS; Tect PHR

EISH: BCR-ABL BCR-ABL (0,001%)

MUP PB: BCR-ABL (p210, p190, NHK cuKBeHc:

p230) MyTauma T315I

Lutoxmmua u n Aap. mytaumu

NMmmyHodeHoTunuposaHue (BK) PE3UCTEHTHOCTH
(«Oeneyusn 2eHos maxcenol yenu

UMMYyHo27106yAuHa u peyenmopa T-

knemok, IKZF1 u / unu CDKN2A

xapakmepHa 013 AML»)

Nno AMArHOCTUKE U dnekTpodopes u NDA: B-2MT AnekTpodopes u
JIRYEHUIO nMmmyHodukcauma 6enxkos CbIBOPOTKM UMMyHOPUKCaLUA
CbIBOPOTKM U CYTOUYHOM MOYM benxos CbIBOPOTKM
WccnepoBaHmne cBOBOAHBIX EFKMX LiuToreHeTuka; ~ YTOHHON MOHH
Leneit Ig npu HecekpeTupyloweii MM t(4:14), £(14:16), Muenorpamma
UDA: OnpeaeneHue B2- t(11;14), del

XpPOHUYECcKoro
MmuenosenKosa
(2014 -2018)

MHOXeCTBeHHOM
muenombi (2014)

mukpornobynnHa Muenorpamma 17p13, del 13q u
VImmyHogeHomunuposaHue u 1g+.
Lumoxumusa




KnuHuyeckue
pekomeHaaumm

NepBnyHaa guarHoctuka |lporHocTtuye

OueHKa
«OCTAaTOUYHOM
6onesHn»

No AUarHOCTUKe U
Nle4YeHuio
nmmdobnactHbIx
NIeiiK030B B3POC/bIX
(2018)

CKue

MapKepbl
Mopdonornyeckme MLL
nccnenoBaHmA PEAHXNPOBKMU;
LinToxmmuna

MmmyHodeHOoTUNMpoBaHue t(4; 11)
LiuToreHeTnka

FISH: t(9;22) (q34;q911) - BCR-

ABL1 nt(4;11) - MLL-AF4

NLP: BCR-ABL, c-MYC-IgH,

MLL-AF4

+ NepecTponKn reHos

TAXenbIx uenen lg n/vnm

reHoB TCR

+ reHbl TpoMmbodUANN (npm
Tepanuu L-acnaparnHasoin)

Ph-NO3nTUBHbIM
OJ11: BCR-ABL
(p210, p230, p190)

Ans Ph-

HeraTUBHbIX:
NmmyHOpeHOTMNMPO
BaHUe

Cneunduyeckme

TPaHCKPUNTbI
(0n4a Poccuu
npexoespemMeHHO ?)



Kputnyeckne nabopaTopHble UccaesoBaHMA

Kog ycnyru HanmeHoBaHue

(Pepn.2017)

OnpeaeneHne cooTHoWweHUA 6enkoBbix PpPakLUMn MeToa0M
BbICOKOUYBCTBUTE/IbHOIO KanuaNApHOro aneKkTpodopesa

LEP e MIUPZLEES [ iMMmyHOdeHOoTUNMpoBaHUe buonornyeckoro matepmana ans

BbIIB/IEHMA MAapKepoB remob,1acTo308

LEr e UEPRLZZEE [ IMMYyHOPeHOTUNMPOBaHMe Bronornyeckoro matepmana ans
BbIIBIEHUA MAPKEPOB MUHMMAJIbHOM OCTAaTOYHOW BoNe3Hn npum
remob1acTo3ax

LEPZEMAURZULERSS [oacueT CTBONOBLIX K/1IETOK B 6MON0rMyeckom matepmane MeToaom
NPOTOYHOWN UNUTOPAYOPUMETPUM

A12.30.002 OnpeaeneHne onyxonesoro reHoTMMNa
A27.05.001 MoneKkynapHo-reHeTn4eckoe nccnegoBaHne MUMHMMAIbHOM

OoCTaToO4YHOM HoNE3HUN NPU NENKO3AX NPU NOMOLLM NALUEHT -
cneundUuYHbIX NPanmepoB




MecTto PY B obecneyeHumn Kadyectsa 1abopaTopHOro aHann3a

XUMMUKaTbI
POBaHHbIE

MmeToAbl

PE3Y/IbTAT

Peructpa-
LMOHHOE

yAocToBepeHue




HeMHOro «CoBeTCKOM» UCTOPUN

IMPHKA3 MHH3TPABA CCCP OT 21.11.1979 n 1175"0b YHHO®HKAITHH K THHHUYECKHX
JABOPATOPHBIX METOTOB HCCJIETOBAHHA"(BMECTE C "METOTHYECKHMH VKAZAHHAMI
IO IMTPHMEHEHHIO YHH®HITHPOBAHHDLIX K.-IHHHYECKHX JIABOPATOPHBIX METOJI0B
HCCIEJOBAHHA™)

MIHHMCTEPCTRBO 3[PABOOXPAHEHIA CCCP

TTPIIRIAS

21 moxmopz 1979

N 1175

Ob VHHUSHEKAITIH KITHHWYECKHX TABOPATOPHEIX METOIOB

HCCIETOBAHITA

Ha npormrennn 10 16t B copeTcroH nad0paTopHOE COVEDE HOCIEI0EATEIRHO IPOBOIHTCE VEHDHKAIIHE MeTOI0E HAHOOIEE IIIHPOKO
IPHEMEHAEMEIX B JHATHOCTHYECKOH IPAaKTHEE Ja00PaTOPHER HCCIeI0BaHHE. BHeIpeHHE B IPakTHEY YHHGHIHPOBAHHED METOIOE,
VIBSpEIeHHEX npurazans Mumnetpa sgparcoxpamenns CCOCP W 290 ot 11 anpena 1972 ¢, N 960 ot 13 oxtadops 1974 r, N 250 ot
13 maapTa 1975 ., W 338 or 8 mona 1978 r, ynopagoanie padoTy KIHHHEED - THATHOCTHIECKHY 1a00paTopHe, CIOCO0CTEORAIO
COBEPIIEHC TEOBAHHED Ta00PaToOPHOTO 00SCTIeSeHHA KIHHHTECKOH JTHATHOCTHEH.

B peasx mamemeiimedt vEROHEAITHE KIHHENYSCENY Ta00paTOPHEN METOLOE HOCIEIOEAHNNEA B KIHHHKO - THATHOC THYE CEHX
IabopaTOpPHAX Ie49s0HO - NPpodHIakTHICCKEY VIPeEIcHHHA CTPaHEL

[ VTBEPAR TATKD:

1) ITepeusHr vERGQHUHPOEAEHEDS METOOOE KIHHHYECKHX Ta00paTopHEIX HCCISOOEaHHEA (IpraoseHne N 1) B gononHeHn: K
opurazaM N 290 ot 11.04.1972, N 960 o1 15.10.1974 N 250 o1 13.03,1975. N 558 oT £.06.1978.

2}y Metogsaeckie YEA2aHHA [0 IPHMEHEHHED VEHEQHITHPOBAHHEIX KINHHYECKNY Ta00paTopHEX MeTOO0E HCCISIOEAHHT
(mpumoEeHEe 2).

II. TTPUKASBIBALD:

1. MunscTpas 3apaBo0XpAHEHHA COMO3HEIX H ABTOHOMHLIX PECIVOTHE, 3ABEIVEOIMHM EPASBEIMHE, OOIACTHRIMH, TOPOICKHMH
OTAETAMH 30PAB00OXPAHCHHA

a) opra’HzoEars, HauuEad ¢ 1980 roga, npoeeneHENe Ta0OPATOPHEIX HOCISA0BAHHA BO BCEX EIHHHKO - THATHOCTHYE CKHX
Ta0opaTOPHAX N0 VHHEGHIHPOEAHHEIM MeTOIAM, YVTESPEICHHEIM HACTOANIHM IPHKAZ0M;

0) ODECHISYHTE OCEOSHHE COTPYIHHEAMH KINHHED - JTHATHOCTHEECKHX 1a00paTtopiil vERGHITHPOEAHHER METOIOE Ta00paTopHoH
OHATHOCTHEH, COINIACHO IPHICEEHHID N 2.

2. naeroMy yrOpaencHHER vac0HBX sapegeHul (T Heaxorp HO . )) HecTH HaMeHEeHHS E YIe0HEIE IIAHEL H IPOTPaMMEl [THEIOE
CIIEIHATHIANHE H YCOBSPIIEHCTECOEAHHT EPAYcH [0 KIHHHYECKOH Ta00paTtopHoH JHATHOCTHEES ¢ VISTOM OPHMEHEHNT
VHEGHITHPOBAHHEIX METOIOE 1a00paTopPHEX HCCISIOEAHHH.

I[I1. PeroMeHIORATE BEETOMCTEAM, HMEIOIIHM JI€2e0H0 - TpoQHIaKTHISCKHE VAP ISHNHA, BECCTH B KIHHHKO - THATHOCTHYE CKHY
IaD0pAaTOPHAX 3THX VIPEEIeHAH VHHEDHIIHPOEAHERIE METOIEL Ja00PaTOPHOH JTHATHOCTHEY, YTEED#ICHHEIE HACTOAIIEM IPHKAZ0M.
I'V. KorTpons 2a BEIIOTHEHHEM HACTOAIMETO MPHEAZA BORTOMHTE Ha | TaRHOS YVIPARIEHHE TeUe0HO - MPodHIakTHYe CHOH MOMOITH (T.
MMatema U B ).

Musmctp sopasooxpanesna CCCP

B.IIETPOBCKUIT



OBUECTBO

iIMnopTHble NneKapcTBa XOTAT BbINYCTUTb Ha
POCCUNCKUUN PbIHOK 6€3 UCMbITAHUN

Bnaro,qapﬂ 3TOMY HOBblE MEANKAMEHTDbI HAYHYT NOCTYMNAaTb B NMPOAaXy Ha
HECKOJIbKO JNeT 6bICTpee

3NWHa XeTaryposa

NEKAPCTBA AMITOPT WCNbITAHWUA OAPMALLEEBTWKA WMMOPTO3AMELWEHWNE
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https://www.medvestnik.ru

Bnadumup NMymuH «lMocaaHue @edepanbHomy CobpaHuro»

1 mapma 2018

"CerogHa mbl 06A3aHbl NOCTaBUTbL Nepen cobon uenb

NPUHUMNMNANBHO  HOBOFO YPOBHA - K  KOHLUY
cnepywoulero aecatunnetna Poccmsa OONXKHA YBEPEHHO
BOUTU B Kayb  cTpaH "80 natc”, roe

NPOAO/IKUTENBbHOCTb XXU3HU NpesbiwaeT 80 ner.

«MuH30pasy opyYeHo COKpamumeo CPOKU
MocmaHo8KU  O0u@2HO3d U  HA4Yana  sevYeHus
OHKObOsbHbLIX» - 14 pHelr !

[Mpu aTOM:

* PocT pacnpocTpaHeHUs XPoHNYecKnx 3abonesaHunii u
CTOMMOCTU NieYeHunn

* YBennyeHue HAarpyskn Ha meamnumnHCKyro

NHDPACTPYKTYPY
* 52% meanumHcKoro obopyaoBaHmMA nopa CNucbiBaTb


https://www.medvestnik.ru/

OHKOCKPUHWHI: comaTtnyeckme mytaumm

IKOHOMMUKA CKPUHUHTA- METO/L «MNMY/TMPOBAHHbBIX» OBPA3LOB

Onuxoncxmin LAY Kapanetam 3.7, fopbewxo AC’, Cy66onma TH.'*, Cranap MA* [honmea TH.?, lanxo EB.?

BLIABNAEMOCTDL NALUMEHTOB C OHKONEHHON COMATUYECKOWM MYTALIMER
AHYCKMWHAZ3DLI-2 (V617F JAK2) B PAMKAX NMPOINrPAMM NIMCNAHCEPHOIO M
NMPOOUNAKTHUYHECKOIO OCMOTPOB

' KpacHoapOomh Seunman OTEY Fesmaronorn mueOoil Hay e UeHTD Massapasa Pocom, 660036, Kpaowoapox: * Hy3
«JIOPONAR KNSR GONLMMLE Ma CL KPaowospox OAD PAJL 660041, KpacHoapox; * O BYH KPACHOSDOOME My s e
HeMTP CGepcxoro otgences PAM, 660036, Kpacoapox, ‘ @FACY BO Onfepaoth degepamuint yimpopontet 660041,
KpacHoapox, POCCHROGR Senepapn

* YposeHb WyBCTBMTENbLHOCTU Habopa ana onpeaeneHna JAK2 8 nynmposarHbix obpasuax 0,04%.

* BbiNnONHEeHME aHaNM3a Ha Hanuume mytaumm JAK2 8 nympoBaHHbix 06pasuax Nno3soNAeT COKPaTUTL
duHaHcosbIe 3aTpaTel B 10 pa3s NO CPABHEHUIO € TECTUPOBAHMEM UHAMBMAYANbHBIX NPOG
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PE3Y/IbTATbl CKPUHUHTA JAK2 (V617F), KpacHoApCK

JoHopbI 1231 5 0,45 %
AmOynaTopH
blé NauueHTbI 1397 15 1,07 %
CTtaunoHapHbI
e nauumeHTbl 1280 19 1,50 %
Nwwemunyeckuu
UHCYNbT 122 6 5,00 %
UHapKT 930 15 1,60 %

bepeMeHHble 1140 2 0,18 %



HeonpeaeneHHbI NOTEHUMAN MyTaLMKU?

«clonal hematopoiesis of indeterminate potential (CHIP)»

APTEPUAJIbHbIE TPOMBO3bl (n=871)

(275

JAK2 myTauus 1.184-2.588 0.00S5
KypeHue 1,83 1.163-2.880 0.0019
FunepmeH3us 1,45 0.988-2.1149 0.058
CunepAunudemus 1,48 0.952-2.294 0.081
Bo3pacm >65 A 1,34 0.847-2.124 0.211
HacAedcmbBerHas 1,19 0.743-1.905 0.470
mpomooguAus
BEHO3HbIE TPOMBO3bl (n=684)
MoBbiwmeHue 2,91 1.184-2.5838 0.001
gpakmopa VIlI P
HacneacrtBeHHas ( 2,26 \ 1.362-3.757 0.002
Tpombocpnnua
JAK2 myTauus \2.0%/ 1.237-3.280 0.005
CunepxorecmepuH 0,55 0.311-0.962 0.036

eMmud

Jifi S

Chwarz, MD, PhD International Hematology Expe

t Meeting 2014 Hermagor/Austria, p 8-9




OunddepeHumanbHbit aguarHos npu XMIM3.

KanbpeTnKynnH: nepsoe poCcCUIMCKoe nccaenoBaHue

lemaron. u TpaHedyamon., 2014, 1. 59, Ne 3

© KOJLNIEKTHB ABTOPOB, 2014
YIK 616.155-006.04:577.21.8

OMNPEAENEHUE MYTALUWW B TEHE KAJIbPETUKYJIUHA Y MALUUEHTOB
CNoAoO3PEHMEM HA XPOHUYECKWE MUENTONPOJIMOEPATUBHBIE HEOMNA3UN

Onbxosckuin M.A.% TopbeHko A.C.1"2, Ctonap M.A."23, Cy66oTtmHa T.H."3 Bacunbes EB.,
BuHorpagosa E.F0.*, MapTbiHosa E.B.Y, Mockos B.W.%, Azapenko [H.}, CmenaHckas M.IY,
Onbxosuk T.W.>, Ocaguaa M.I'>, Kucnuyenko O.P°, Muxanes M.A?, ®aHpo X.I'°, baxtuHa B.A.- 45,
Kysnevosa EH0.>®, Pbikyn J1.A., lanbkosa U.B2

'KpacHosapckuit punuan OIrbY lfematonoruuecknia HayuHblid LeHTp MuHsapaea Poccuu, 660036, KpacHoapck,
Poccua; 2OIBYH KpacHoapckuii HayuHblin ueHTp CO PAH, 660036, KpacHoapck, Poccus; *OFAQY BIMNO Cnbupckuia

BT k] B e e Y

A27.05.021
MoneKynsipHO-reHeTUYecKkoe uccneaoBaHne mapKkepos Ph-HeraTMBHbIX

MuenonpoandepaTUBHbIX 3abonesaHnii (mytaumm B reHax Jak2, MPL n CALR)

MPLS505N
MPLWS1SA/K/L/R/G/S
MPLY591N/D

Bcero BbINO/IHEHO TECTOB A4 NAaLMEeHTOB C NoA03PEeHNUEM Ha

XMI3- 2527

A3 HUX C BblIAB/IEHHbIMW COMATUYECKMMM MyTaunAaMU - 1262




,ﬂ,OCTYI'I HOCTb MOJIEKYNIAPHO-TEHETUYECKUNX TECTOB

XpoHuueckue muenonponudepatusHblie 3ab6onesaHuns

OPHUTAHAABHBIE CTATBH

leH
httpsz//doi: 10.17116/1abs201763178-181

K Bonpocy o0 Banimaanmn MeTo/1a onpeeieHnsi COMATHYECKHX MY TAIHI
B renax siyckunassi-2 (JAK2V617F), kanspernkyauna (CALR) u CALR
peuenrtopa rpombonodTuna (MPL) B 00pa3suax cyxux Kamnejib KpOBH

MPL
A.C. TOPBEHKO', M.A. CTOAAP'—, M.A. OAbXOBCKMIA'" **

‘Kpacuoaporui dumaa OFBY «Tematosormueckuil HayuHbliA Lientps Muksapasa Poccuk, KpacHospek, Poccusi; 2OTAQY BO «Cufingn
(hesepantiuit yuusepcurers, Kpackospek, Pocons; 'OIBYH Meaepasbiiiit necaeaosateascxnit ueHtp «KpacHospokui Hayunb Lieses BRAF
Cubupckoro ntaeaernn PAHs, Kpachospek, Pocous
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MyTtaumsa (nonmmopodusm)

V617F

c.1092_1143del,
c.1154 1155insTTGTC

W515L, W515K
BonocaToKNeTouHbl NeKo3
V600E, V600K

NumdonponndeparnsHblie 3abonesaHns

KnoHanbHOCTb B-numdoumTos

(peapaHXMPOBKU TAMKENbIX N Nerkux ueneun Ig)

Tpom6oreHHble nonMmopdusmbli

C677T
G20210A
G1691A
675 5G/4G
H1/H2
Leu33Pro
C807T
5T/C



[TporHoCTMYecKkoe 3HaYyeHne NoAMMopPm3moB reHa MNJ128 Ha
nepeHocnMmocTb Tepanuun INFa npun XMTI13

[ons nayneHToB, NPUHNMaKLWMX MHTEpd epoH
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«RMaKocTHasa broncmax»:
MPHK 1 MMKpOPHK
BEHO3HOM KPOBM KaK
MapKepbl
ammoonponmpepaymm

Kpaesoe rocyaapcreseHnoe 010/UKeTHOE YUpeskIeHHe 31paBo0XpaHeHHs
«KpaeBasi Kannuueckast 00J1bHULAY

[TPUKA3

‘2 iva _ r. Kpacnospek "
{ SR -~ A
&» Y7 . 2wk N 795

O nposeAeHny HCCARI0BaHHS B
KI'bY3 «Kpaepas kammmseckas SOAHUIL

Ha ocnosauuu npotokona JIDK KI'BY3 KKB Nel58/6 or 12.07.2018r O
paccMoTpeHun Bonpoca nposefenns Ha Oase KpaeBoro rocynapctBeHHOro
BIO/KETHOrO  yupexkieHus 3apapooxpanenns "Kpaesas Kiunuuyeckas OonbHuua"
ncenenosanns  «Paspabotka M COBEpPUICHCTBOBAaHWE  METOAOB  AMArHOCTHKH
aumponponideparusubiXx onyxoneii. Hcecnenosanue  MOJIEKYISPHO-TEHETHYSCKUX
MEXaHH3MOB MPOrpeccHH 3a00neBanns i PAa3BUTHI IEKapCTBEHHON PE3HCTEHTHOCTHY

[TPMKA3BIBAIO:

|. PaspewnTs rpoBeleHue Hccnenopanns «Paspadorka M COBEPLICHCTBOBAHME
METOA0B AMarHoCcTHKM aunmdonpomndepatuHbIX omyxoneil. Mccaesosanue
MOAEKVASPHO-TEHETHYECKHX MEXAHU3MOB MPOrPeccHy 3a001eBaHNs H Pa3BHTHSA
7eKapCTBEHHOH Pe3HCTEHTHOCTHY.

2. OTBETCTBEHHBIM 3a HCCIEAOBAHMSA Ha3HAYMTh Bpaua remarosiora OTACHACHHA

rematonornn KKB Baxtuny B. U. Counccnenoatemn Ombxosexkuit M. A,
Mackor R I Manthmnra F R



OpraHn3auMOHHbIE pelleHunA

Mpembep-muHuctp PO Amutpun MepsegeB nopyumn MuH3gpaBy aKTyaaM3upoBaTb
NOPAAKN OKA3aHMA MegUUMHCKON NOMOLWM NO NPOPUAID KOHKONOrUA», B TOM YUCNE B
4acTU MapWpPyTM3aUUM  NAUMEHTOB M CTAHAAPTOB OCHALWEHMA MeayyYpexaeHUn.
(Pe3ontoyua om 25 urons 2018 eooa NeM-I112-33np)

B KpacHoAapcKom Kpae nmeeTtca A0CTAaTOUHbIM NOTEHLUMAN Pa3BUTUA
remaTonorm4eckon cay»bol u BHeapeHua TexHonornn TCKM:

* MaTepuanbHble pecypchbl

* KBa/IMPUMKALMA M ONbIT PabOTbI CNEeUMannCToB B KAMHNYECKOM
NPaKTUKe N B NabopaTopHOM ANATHOCTUKE

* HAay4YHbIM 3a0en
* FTOTOBHOCTb K KOonepauum
* AJMUHUCTPATUBHbIN pecypc



