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MuenonponudepaTuBHbIe
3aboneBaHuA

npeacTaBnsoT coboun KNOHalbHblE
3aboneBaHnsl, BO3HMKaAKOLWNE HA YPOBHE
CTBONOBOU KPpOBETBOPHOW KNETKW,

XapaKTepusyTca nponudgepaunen oaHou
nnn bonee KNeTo4YHou NMMMHUN MUErono33a B
KOCTHOM MO3re C npu3HakamMmm COXpaHHOW
TepMUHaNLHOW O PepPEeHUNPOBKY,

COMNPOBOXOAKTCA UBMEHEHUEM NOKa3aTeNeN
nepudoepmnyeckoun KpoBu



Cxema remonoasa (no A.H. Bopobsesy n H.JI. YeprkoBy)

CHHMM — B JIMM(OMIHBIX OpPraHax.
b — 6azoduuib,
Do — 303uHOGUIBI,

H — Heitrpodusl.




KNACCUDOUKALMA MUENOUOHbIX HEOMJIA3UM
(BCEMUPHAA OPTAHU3ALUUA 30PABOOXPAHEHUA,

1. MmnenonponudgepartneHble
3abonesanua (MI13)

a. XpOHMYECKNIN MNESTONENKO3
(XMIN), BCR-ABL1*

b. XpoHn4yeckunu
HenTpodunbHbIN Nenkos (XHJ)
c. NctnnHas nonmuntemuns (UNM)
d. NepBnyHbIN MMenognbpo3s
(MMD)

i. MM,
npedundbpoTmnyeckas/paHHAS
cTagus

ii. IM®, pasBepHyTad
dunbpoTtmnyeckasn ctagnd

e. QcceHumnanbHasa
Tpombountemmsa (3T)

f. XpoHn4eckum
903UHOUITbHBIN NENKO3
HecneundnumMpoBaHHbIN (XIJ1-
BAY)

g. MnenonponudepaTtmsHoe
3abonesaHne
Heknaccuduuupyemoe

h. MacTounTtos
i ﬂAnppqnqmunQyAnhHHﬁ

2. MuenongHole u anmébounaHble
Heonnasun, accouMmMpoBaHHblE C
303UHOPUAMEN U peapaHKUPOBKOU
reHos PDGFRA,
PDGFRB wnun FGFR1, wan ¢ PCM1-
JAK2

a. MwuenonaHble Heonnasum,
accouMMpOoBaHHbIe c
nepectponiko PDGFRA

b. MwuenounaHolie Heonnasum,
accouMMpoBaHHbIe c
nepectponiko PDGFRB

. MuenounaHble Heonnasuu,
accouMMpOoBaHHbIe c
nepectponikon FGFR1

d. BpemeHHoe Ha3BaHue:

MwuenonaHaa Heonnasna ¢ PCM1-
JAK2

3. Muenoamcnnactnyeckum
cuHapom (MAC)/MN3

a. XpOHUYeCKuni
MWUENOMOHOLUTAPHbIN
neunkos (XMMN)

b. ATMNUYHBbIN
XPOHUYECKNIN MMUENONENKO3
(aXMN), BCR-ABL1-

c. KOBeHUNbHbIN
MMENOMOHOLUTAPHbIN
nerikos (KMMN)

d. MAC/MN3 ¢
KONbL,EBbIMY
cnaepobnactamm u
TpombouwuTtosom (MAC/
MM3-KC-T)

e. MC/MM3
HeKknaccuduumpyemble

CUHAPOM

4. Mnenogucnnactundeckme cuHapombl (MAC)
5. OcTtpbit MnenoungHbin nenkos (OMJ1) n cBa3aHHbIE

Heonmna3mum




XpoHunyeckue
MuenonponudepaTuBHbIE

3aboneBaHus
1. XpOHUYECKNN MUENOUOHBLIN

neunkos (Ph+)(dounagenbspunckasa XxpoMmocoma)
(Ph-):

2. UctnHHasa nonuuutemusa (AMM)

3. 9cceHumanbHaga TpombountTemus (3T)

4. NepBn4yHbIN Mnenodunbpos (NMVIP)

5. MmnenonponudepatnBHoe 3aboneBaHune,
Heknaccuduumnpyemoe (MIN3H).



XPOHNYECKUN MUENOUOHBLIN NTENKO3

-

3rioKkayecTBeHHas Oonyxosfib KPOBETBOPHON TKaHMU,

andpdepeHUnpyrowmecs n 3penbie rpaHynounTbl

~

ncxopsdiwasa U3 KneTok-npeawecTBeHHUL MUEnonoasa,
MOP M ONTOrM4eCKMmM cyocTpaTomMm KOTOPOU ABNAIOTCA

/

* B aTnonoruu cuutaetTca 4OKa3aHHOW pPOJib MOHU3NPYHOLLEN

paguauumu

e PacnpoctpaHeHHOCTb 3aboneBaHua B EBpone — 3-6,5
cny4aeB Ha 100 000 HaceneHus

 PazBnBaeTtcs o6bI4HO B Bo3pacte 30-50 net

* My>X4uHbI O0MnerT YaLwe, YeM XeHLWMUHbI



XMIJT

ABNAETCH KNOHalbHbIM
MuenonponuepaTUBHbLIM 3aboreBaHuemMm,
pa3BMBaOLLMMCA B pe3yrbraTe 3/ioka4yeCTBEHHOMU
TpaHcdopMaLUuM B pPaAHHUX [EMOMO3TUYECKMX
npeaLlecTBEHHUKaX.

YHukanoHass ocobeHHocTb XMJ1 - Hanuume
cneundunyeckoro Mapkepa B ONyXOJeBbIX
KNneTkax: TpaHcnokauusa t(9;22), Tak HasbiBaemas
dounnagensunckas xpomocoma (Ph-xpomocoma),
npuBoasLas K obpa3oBaHUO MaTONMOrM4YecKkoro
XUMepPHOro reHa BCR-ABL.

BbisierieHue Ph-xpomMmocoMsbl 11ubo eeHa BCRABL
dqernsgemcsi obssi3ameribHbIM Of1F ycmaHOo81eHUS

ouacHo3a XMJ]



Knaccundmkayuma XxpoHNM4eCcKoro MmerioyrieuKkosa

(Athens, 1993)

KnnHnyeckue Mopdonornyeckme | dasbl KIIMHNYECKOrO
BapuaHThbI BapuaHThbI Te4YeHus
C XpoHu4yeckas
domnagenbdunckon 303nHopunbHanA HavanbHasa dasa
XpomMocomMmou nenKemus
be3s XpoHuyeckas
y y XpoHuyeckas
dmnagenbchunckon 6aszodunbHan
Ny ctabunbHaa dasa
XpPOMOCOMBbI rnenKemus
XpoHuyeckas
XMJly pneten MOHOUUTapHas Akcenepauus
rnenKkemus
XpoHun4eckas
HenTpodunbHasa BnactHbIn Kpu3

nenkemusa




XpPOHNYECKMN MUErIoNenKo3 Ha HadalnbHbIX CTagusax
npoTeKkaeT 6beccCMMnTOMHO.

Cnycta HekoTopoe BpemMsi Y OOonbHbIX MNOSIBASETCS
ObicTpas yTOMMASEMOCTb, MOTIMBOCTb, TSXECTb B
nogpebepbe cnesa, oAablllka, 6onb B anuracTpum nocre
eabl, KOXHbI 3yd, »ap, cycTaBHble Oonu, peskas

crabocCTb, CHUXXEHNne BEC3, NPU3HaKu
remopparm4eckoro CUHOPOMA, pPErMoHapHbIN
J'II/IMCba,EI,eHI/IT, Napes, NH cucremmsie B ok
- NoTeps Beca YcTanocTtb
- Cy6chebpunureT - MoTepsa anneTuTa
- YacTble nHpekumm JlnmppaTnyeckume

y3/1bl

ﬂezgwe - YBenuyeHusl
'Y AblWKa CeneseHka nam
R&f neYyeHs

- YBenu4yeHa

Koxa

- MoTAnsoCTL

no HOYam

- KpOBOTO4YMBOCTb

- [loKpacHeHuns
WA NATHa

Mbilwybl —————

WY
- CnabocTb ‘\ J '

CycTasbl —K L

Bonb




CnneHomMmeranus ebiasnsietcs y 90-95% 60nbHbIX

F2.5

: - »

" p- : i
- - e ]
- ‘5 . R ]

* -~ . 2
» . - 1
.

- .

[enaTomeranus Habnrpaetca y 50-60% OGonbHbIX




1o Mepe HaKolnJieHn4 NENKEMUYECKOIO KIOHa, HapaCTaHUA renarto-
N criyieHoMmerarnumun, nogasrieHnsd HOPMaJibHOINo KpOBETBOPEHNA,
NMNoABI1AETCH Hecneu,mcbmquKaﬂ KIMTMHN4YeCKad CUMIMNTOMATUKa,
KOTOpaA CKIaablBakOTCA N3 HECKOJIbKUX CUHOPOMOB:

Y/
%

CUHOPOM OMyXOSsIEBON WMHTOKCUKaAUMK (criaboCTb, CHWMXeHune
annetnTta, notepd Beca, MNOTNMBOCTb, CybdhebpunbHas
Temneparypa);

CMHOPOM onyxorieBon nponudepauunm (6onb 1 YyBCTBO TAKECTU
B NIeBOM OOKY nNpu cnneHomeranunn);

aHeMnyeckum cnHagpom (obuwiasa cnabocTb, oAbillKka, CHUXKEHNE
TONEPAHTHOCTU K (pu3nyeckon Harpyske, GnegHOCTb KOXWU W
CITM3NCTBIX, Taxmkapans);

TPOMBOTUYECKMNE OCITOXKHEHUS MPU rMnepTpomoboLmnTose

reMmopparm4yeckmun cuHOpoMm, Haumbonee xapakTepHbIn AOns
npoaBuHYTbIX dpa3 3abonesaHna (PA n bK), n obycnoBreHHbIN
TpomMmbounToneHmnen.

LuazHo3 XMJ1 ycmaHaernueaemcs Ha 0CHo8aHUU OaHHbIX KITUHUKO-
nniabopamopHkIx uccriedogaHuu rpu obsizameribHOM ObHapyXXeHuuU

Ph-XpomMocoMbI U/urnu XumepHo20 2eHa BCR-ABL (ypO8eHb
Ooka3amesibHocmu A)



ObwWwnn aHanms Kposu
NenkounTto3 oo 50-300 x 10 An

Casur nenkouutTapHon popmyrbl BfiEBO C
noaBNeEHNEM MOJoAdbiX POpPM
rpaHynoumnToB, NPOMUENOLNTOB,
MWENOLNTOB, eANHNYHBLIX 6r1acToB

CHWXEeHne akTUBHOCTU LLEernoYHON
doocdhaTasbl B HEUTpOUax

Q03nHOUNbHO-6a30PnNbHas

accoumaumns
TpombounTos (YaLue)
JlnmdponeHus
HopmMoxpomMHas aHeMUS




Mwnenorpamma

[ToBbILLEHO coaepKaHMe MUENTOKapnoLmnTOoB,
MerakapuouunTos, rpaHyrounToB

OnpenenatoTcsa BCe 3aneMeHThbl rpaHynoumnTapHoro paaa
Yncno mmnTo30B yBENMYeHo B 4-5 pas

[loBbILLEHO coaepXaHue
6a3odunnoB 1 303nHONNOB
CHWXEH 3pnTPOnoas
CooTHolleHMe aafie o
rPaHynouUnTbLI/APUTPOLUTLI

10:1-30:1




bnacTHbIN Kpn3

BbipaxeHHasa aHeMus

JlenkounTos . 1. P

HeiTponeHus e A

bnactemusa 30% n 6onee

«MpoBan» B nenkountapHoun popmyne | @ (
2 e

a :
TpomGouutoneHus i £: o a4
YBenunyeHue Konun4yecrtsa 6asocdunoB e &



dasbl XVJ I no Knaccungukaunam
ELN

XpoHuyecka OtcytcTBue npmnsHakos A nnm bK

A paza

(93,1%)

dPa3a 15-29% GnacTHbIX KNETOK B nepmndepmyeckon Kposu n/mMnm KOCTHOM
aKkcenepaum Moa3re;

n cymma 6r1actoB 1 npomuenounToB 230% (Npu aToM GnactoB

(6,4% ) <30%);

KonnyectBo 6a30dnoB B KPOBU = 20%;

nepcucTmpytoas TpomoounToneHms <100 x 109 /n He cBsA3aHHas
C Tepanuen;

HekoTopble [IXA* B Ph-nonoXutenbHbIX KNETKax, npu tepanun

BnacTtHbIn Hanuyne B nepudepmnyeckon KpoBu Unm B KOCTHOM Mo3re = 30%
Kpu3 (0,4%) OnacTHbIX KINEeTOK
NosiBIIEeHME 3KCTpamMeaynnspHbIX NHPUNBTPATOB 6NacTHbLIX KNETOK

*Tpncomuda no 8, 19 xpomocome, yaBoeHne Ph-XxpoMOCOMb!
(+der(22)t(9;22)(g34;q11)), nsoxpomocoma 17 (i(17)(q10)), -7/del7q n nepectponkm
3(g26.2), —Y — BbisABIieHME Ha poHe Tepanuu [37]

®A nnn BK yctaHaBnmBaloT Npu HANM4YmMm XoTsa Obl OOHOIO Kputepusa



Llenb coBpeMeHHOU Tepanun
XMIJI

* MaKkcumarsibHoe nogaBneHme Ph-
NONOXUTENBHOIO OMNYyXONIEBOro KII0Ha,

% CHWXEeHMne pucka nporpeccun
3aboneBaHus,

** NOCTWXEHME NPOOOITKUTENBHOCTU XU3HU
OOnbHbIX, CPaBHMMOW C obLLEeN
nonynauMen npu XopoLlemM KadecTse
XN3HN Ha poHe Tepanuu.



B nepuvog obcnemoBaHusi, OO0 MOMNyYeHUS pPe3yribTaToB
LIMTOTEHETMYECKOIO  MUCCregoBaHud, MNOATBEpXAatoLLmnX
Hann4ine Ph-XpOMOCOMbI B KIE€TKax KOCTHOro Mo3ra,
6onbHOMY B Ka4yecTBe CMMNTOMAaTUYECKOW Tepanui:

\/
%*

ONsl  Koppekuun nenkouutosa u/mnm TpomMmbouunTtosa

NMNOKa3aHO Ha3Ha4vYeHune TMAOPOKCMOYEBUHDI, Npwv
HEMNEPEHOCNMOCTU TUOPOKCNMOYEBUHBLI UMK TMPWN TMJIOXO
KOHTPOJINPYyEMOM TMMApPOKCUMOYHEBUHDI

rmnepTpoMoboLMTO3e  MOXET  TakkKe  HasHa4vaTbCs
aHarpenug .

[lpy HaNMuYMM KNMHUYECKNX MNPU3HAKOB NEWKocTasa
(HapyLleHuga MUKPOLMPKYNALNN: 9HUedbanonaTus,
CHMXXEHME 3peHusi, nodyevyHasi HeOoCTaTouHOCTb), C
CUMNTOMAaTUYECKOMN LIENbLO NMOoKa3aH fenkadpepes.

Ona npouUNakTUKM  OCMNOXHEHWUW, CBA3AHHLIX C
CUHOPOMOM Nun3nca onyxonu B nepuo uutopenykuumu
00sA3aTenbHbLIM SABAETCHA BBEAEHNE ageKBATHOro obbema
XUOKOCTK, annonypuHona B Ao3e 300-600 wMr/cyT
(YpoBeHb goKasaTternbHOoCTU D).



CoBpeMeHHble HanpaBneHus Tepannn XMJI:

* Anbdra-nHTepepoH

aHTaroHUCT POCTOBbLIX PAKTOPOB,

aHTI/II'IpOJ'II/IC*)epaTVIBHaFI dKTUBHOCTb, CTUMYIALUA
MPOTUBOOMNYyXoJsieBOoro NMMyHUTETA

LuTOoreHeTn4yeckne pemmccum y 35-55% 060nbHbIX

* [nBek (MMaTUHMD) o
cneundunydHbii nHrnomntop BCR-ABL
obwas 5-neTHas

BbhknBaemocTb — 90%



 [locrie noomeepxxoeHus duacHo3a XMJI dormkHa
bbimb Hadama mepanusa UTK (uHaubumopamu
BCR-ABL-mupo0O3UHKUHa3bl). JledueHue Mmoxxem
rpo8ooumbCcs 8 ambyrnamopHbIX YCITI08USX, MpUeM
NTK MOXHO Ha4YuHamb ripu sirobom yucrie
leukoyumos

* JlenueHne XMJ1 npenapatamun NTK (MmMaTUHUO,
HUMOTUHMO, 12 nasaTnHNO, 6O3YTUHND.)KOPEHHBIM
0bpa3oM U3MEHUSTN NPOrHO3 3TOro paHee
doaTtanbHoOro 3aboneBaHus, yny4yLne oOLLYO
BbIXKMBAEMOCTb B HECKOJTbKO pa3 1 caenas
BO3MOXXHOW MaKCUMallbHO NOSTHOE NnoaaBrieHne
OCTaTO4YHOro JNIEMKO3HOrO KIoHa.

* [1lpn noctosaHHOM Bo3aenctTeum MTK npouncxoaut
peayKums onyxosrieBoro KrioHa n BoCCTaHOBIIEHNE
HopMarnbHoOro remonoa3sa. Lenb tepanumn XMJI -
npeuynpemneHme pa3B|/|T|/|s| pe3I/ICTeHTHOCTI/I "

A‘ AN . BEmmu S B B o B B e . P —— I Sl A BN SR S B [r————



AnnoreHHag TpaHcnaHTauus

reMono3TUYECKMUX CTBOSIOBLIX KIMETOK (anno-
TICK)  pgorkHa ObiITb  0OA3aTEeNbHO
paccmoTpeHa pand OonbHbiXx XMJ1 X® c
BLICOKOW TpYynnou pucka nporpeccuun, vy
OONMbHbIX C Heydayeun Tepanuu nepBoun
NMMHNN, @ TaKKe B NpoABUHYTLIX dpasax XMJI.



VicTuHHaa nonuuntemusa (UIM1)

CUH.: 3puTpemmnsa, done3Hb Bakesa, UCTMHHaS
KpacHaa nonuuutemnsa -- KnoHarnbHoe MI13,
KOTOpOE XapakTepusyeTcs nponudepaunen
3pUTPONAHOIO, rpaHynoumMTapHoro,
MerakapuoumtapHoro  pPoOCTKOB  MMENOoNnoa3a,
nponundepaumen 3pPUTPONOHOrIO POCTKa
KPOBETBOPEHUS (naHMuenos), YyBernMyeHneMm
nokasaTtenem JpUTPOUUTOB U  MNOBbILLIEHUNEM
KOHLIEHTpaUuUn remorriobmHa, TpOMOOLMTO30M,
NeukounmTo3oM B  Nepudepundeckon  KpoBWU
(MAHUUTO3), HEe3aBUCUMOCTbLIO J3pUTPONO33a OT
HOpMarsbHbIX MEXaHWU3MOB perynauun.

[TouT Bce OOSfibHble HABNAKTCA HOCUTENAMMU
MyTauum JAK2V617F unn gpyron oyHKLUMOHANbLHO
cxogHou myTauun.



KnnHnyeckaa KapTuHa

NMnetopuyeckun
CUHAPOM

fonoBHas 6onb
onoBoKpyxeHue
HapyweHue 3peHus
Kponuybu rnasa

Bonu B obnactu cepaua
Bonu B anuractpumn

KoXHbIu 3y4
dputpomenanrmm
ApuTpoumnaHos

Cumntom KynepmaHa (pe3kuu
KOHTpacCT Mexay UMaHOTUYHBIM
MSArkMm Hebom n bnegHoun
OKpackou TBepaoro Heba.)

ApTepuanbHasi rMnepToHus
femoppparnyeckume siBneHus

MuenonponudepatuBHbIN
CUHOpPOM

CnabocTb

NMoTnuBoCTb

NMoBbiweHue t° Tena

Bornun B KocTAX

TsxecTb B NeBOM nogpebepbe
CnneHomeranus
NenaTomeranus




Mpu3Haku, TMNNYHbIE ANSA NONULUTEMUN: renaTtoMeranus u
cnneHoMmeranusi, TMNepemMmsa KoXu, TMnepTeH3usi, Ho4YHas
NOTNMBOCTb, [rOMOBHAsA 0OoOnb, KOXHbIA 3ydA, OUMNOMNuS,
HEYETKOCTb 3PEHUSA, OHEMEHNE WU XKEHWE B CTYIMHSX,
pacnupaHue 1 TshkecTb B nieBoM nogpebepbe




CocyauncTble OCITOKHEHUS MPU IPUTPEMUU

NHdapKT Mmnokapaa
NHcynbT

[lepemexarouiadca XxpomoTa
[aHrpeHa

TINA

Tpomb03 Mme3eHTepuanbHbIX
COCYy[0B

CuHapom bagpa-Xunapu
IHQbapKT cene3eHKu
Tpomb03 NoYEYHbIX apTeEPUN
Tpombo03 apTepumn ceTyaTkm




ObLWwnn aHann3 KpoBu

[ToBbILLEHWE reMornobunHa

no 180-220 r/n

YBenuyeHue Konnyectea
apuTpoumnToB 00 6-15 x 10 441
YBenunyeHne rematokpuTa
NenkounTto3 oo 9-15 x 10 4
TpomboumnTo3

CHuxeHne COOD




» TpexpocTkoBag runepnnasug
C npeobnagaHnem
SPUTPONAHOIO U
MEerakapnoLUTapHOTO POCTKOB e

e YMEeHbLUeHMe Konmnyectea
XXMPOBOW TKaHU

« CHMXeHne nemnko-
SPUTPOLNTAPHOIO NHOeKca




JTabopaTtopHasi AgnarHocTumka

e Buoxnmmyecknmn aHanms KpoBu
noBbIilLWeHne coaepxaHus MOYEeBOMU KUCIIOTbI
« Paguonornyeckue metogbl

yBennyeHne oobema LMpPKYMpPYyroLWnX 3pTPOLUTOB,
ycuneHue remonoasa

* [lyHKUMA cene3eHkKu
MUesrionaHada metanna3umsd
e CoaepXaHme 3pUTPONO3ITUHOB

coaep)xaHue 3pUTPONO3TUHOB B KPOBU U MOYe pe3Ko
CHWXEHO



Ctagun saputpemMmnmn

| cTaguna — HavanbHas
Il cTapmna — sputTpemmnyeckas

| A — 6e3 mmenonaHon MmeTannasnm cenes3eHkKn

Il B — ¢ MnenongHon metannasmnen ceneseHku

lll cTagna — TepmmnHanbHaga (aHemMunyeckas)



Kputepumn ona anarHoCcTUKU NUCTUHHOWN
nonMuUNTEMUN

bonbliue Kputepum

1. Hb ©onee 16,5 r/Mmn anst My>4uH, Hb 6onee 16,0 r/Mn ANs X)XEHLWMH, nnn Ht
bonee 0,49% Onsa My>X4uH, Ht bonee 0,48% ANS XXEHLLUWH, UNU YBENNYEHNE
MacChbl LMPKYNMpYOLWMX apuTpoumnToB (RCM) bonee yem Ha 25% BblLue
pedepeHCHOro 3Ha4YeHuUs.

2. [McTonorn4eckoe nccnegoBaHmne KOCTHOroO Mo3ra ¢ rmnepnsria3men BceX POCTKOB
MMeNonoasa, nponmdepayma NoMMAQOPHbLIX PasfnnyHbIX Mo pasmMepy
MerakapuoLmnToB CO 3peron Mopdoosiornen.

3. MyTauusa JAK2
Manbin Kputepuu : CybHOpManbHbIN ypoBeEHb EPO (SpUTPONO3TUHA).

[ns ycTaHOBNEHUS AnarHo3a UCTUHHOW NonvumnuTeMmmn Heobxoamumo Hanu4dme 3
OoNbLUMX KPUTEPUEB, UK NEpPBbIE 2 bonbLUMe N 1 Manbll KPUTEPUIA.

[Mpun ypoBHe Hb bonee 18,5 r/n, Ht 55,5% y My>4nH n Hb 6onee 16,5 r/n, Ht bonee
49,5% Y XeHLLNH OonycKkaeTca 0TKas OT TpenaHobumoncum KOCTHOro moara. Bmecte ¢
TEM OLiEeHKa PETUKYNTMHOBOIO hnubpo3a CTPOMbI NPU FTMCTONOMMYECKOM UCCIeaoBaHUmM
TpenaHobuonTaTa KOCTHOIO MO3ra UMeeT NPOrHOCTUYECKOE 3Ha4YeHNe —
NOBbILLUEHHbIN PUCK TPAHCdOPMaLMK B NOCTNONULUUTEMUYECKUIA Mmnenodndpos
(okono 20% naLneHTOoB).



BTOpUYHbIE 3PUTPOLINTOSbI

e AGCOnIOTHLbIE
e Bcriedcmeue 2eHepasiu3o8aHHOU mMKaHeeoU 2UurnoKcuu

BbICOTHasA OoOne3Hb, OOCTPYKTUBHbIE 3aboneBaHUA Nerkux,
NMOpPOKU cepAaua, NnepBUYHAA flerodyHas runepreH3us, c-m Nukeuka,
MeTremMornoomHemumn, remornoobuHonaTun, aedpuunt epmeHTOB
3pUTPOLUTOB, fAi3Ba 12-nepcTHOMN KULLKW, rievyeHue
3PUTPONOITUHOM

e [lapaHeonnacmu4eckue

runepHecpponaHbIN pakK, reMaHrmobrnacrtoma Mo3xeudka, renatoma,
dmnbpommoma, onyxonm ISHOOKPUHHBLIX Kene3, KapuuHoMa
ANYHUKOB

 Bcriedcmeue s10KasibHOU 2UNOKCUU Mo4YeK
MOJSIMKUCTO3bl U CONMUTaApPHble KUCTbl, ruapoHedpos, CTeHO3
No4Ye4yHbIX apTepun, TpaHcnnaHTaumsa, HecppoTUYECKUN C-M

e OTHOCUTENbHbIE

» Bcniedcmeue nomepu 800bI, 3/7IEKMPOJSIUMOS
3aboneBaHus XKT, npyem aAnypeTmkoB, Hea4-Tb HAAMNOYEYHUKOB

» Bcniedcmeue noebiWeHHOU 3KCKpeyuu cosiu U 800bI
cuHapom Nancodeka npum apTepuanbHOU rTMNEePTOHNN



IleyeHune sputpemmn

« KpoBonyckaHue

400-500 mn yepe3 aeHb, rMpypoTepanus
e [le3arperaHTbl

acnUpuH, TUKNUA, TPeHTars, peonosnurioKUH
e LiInToctatnyeckan tepanus

rmapea, MumeriocaH, mmenoobpomon

e JlleyeHue oCNoOXHEeHUM U NcxoaonB

3aboneBaHusA (o. netiko3, XMJ1, muenogubpos)
nonuxmmMmuoTrepanus, remoTpaHccy3num, CnIeH3IKTOMUS



CyMmMmnpoBaHHbIe pekomMeHaaunm no nedveHunto UM

1. [1nsa Bcex OOnbHbIX:

e KpOBOMYCKaHUA/apuTpoumTadepes ond noaaepxaHusa rematokpuTa B npegenax
40--45%;

e penapaThbl aueTuncannumnoBomn KUCNoTbl ] (40--325 Mr/cyT), Npy HENEPEHOCUMOCTH
NI NPOTMBOMOKa3aHUAX — Knonuaorpers (75 Mr/cyT) Npy HENEepPeHOCUMOCTH

NPOTMBOMNOKAa3aHNAX KNonuaorpens -- Tukarpernop (90 mr/cyT);

* KyNMMPOBaHWE CEPAEYHO-COCYANUCTLIX PaKTOPOB pUCKa (OTKa3 OT KypeHUS,
HopManusauns apTepnanbHOro AaBrneHusl, KOppeKUMSa rmnepxonectepuHeMmn,
rMNeprinoKo3eMnm, Hopmanmsauusa Maccbl Tena, ageksaTHoe nevyeHne cepaeyHo-
COCYyOUCTLIX 3aborieBaHuni).

* MIPY rMNepPypuKemMnm (B TOM Y1crie npm OTCyTCTBUU KIUMHUYECKOWU CUMMTOMATUKK)
NPUMEHSIOT annonypuHosl B 4o3e 100--300 Mr/CcyTKu; Ha3HadeHWe npenapara nos
KOHTPOJSIEM NOKa3aTenemn Mo4yeBon KUCMNOTbI B KPOBY;

* MAaTOreHEeTNYEeCKOro cpeacTaa AS1d NeYeHns KOXKHOro 3yfa He CyLLeCTBYeT;

* [lpn HEIdPPEKTNBHOCTU CUMMTOMATMYECKON Tepanun --M1enocyrnpeccuBHble
npenapart

(rmgpokcukapbammg, npenapatol MH®a, nernnuposaHHoro MH®a (narMHTepdepoH

a-2a, NArMHTEPdEPOH a-2b, LenarnHTepdepoH a-2bl]) Unn pykConmMTuHmnG);

* MMaHOBbIE XUPYPrMyeckne BMeLLaTenbCTBa U NeYeHne y ctomartoriora A0MmKHbl ObiTb
OTNOXEeHbl A0 HOopManu3auuMm nokasaTtenen 3pUTPOLUTOB U TPOMOOLMTOB; npw
HeobX04MMOCTHN BbINONTHEHUS HEOTITOXHbBIX XUPYPruYeCcKnx onepaumm npeaBapuTensHO

ryrnApAPv/Arauiaa /AanimiarnnliiaTrachoanaoan Inla) LINNAANIADDA111A14 rQARAAATNAYVNIATAD . nmMNNADNANMNIANDC



CyMMUpoOBaHHble pekoMeHadaunn no nevenmio UM

2. [Inst 60nbHbIX rPynNMbl HA3KOrO pyUcka pa3BnTua TpomMooremMopparm4eckmnx
OCITOXXHEHUW.

e LlInTopenyktmBHaga Tepanus rnokasaHa B criyyasax:
-- NNOX0OW NepPeHOCUMOCTM KpOBOMNyCKaHU/apuTpoumntadepesa;

-- YaCTbIX KPpOBOMYCKaHMAX (NP HEOBXOAMMOCTU NPOBEAEHNSA FEMOIKCAY3NN
yauwle, 4yem 1 pas B 3 mecdua);

-- CAMNTOMAaTMYECKOW UNn NporpeccmpyroLlen crnrieHomeranumu;

-- IpM3HaKax nporpeccmpoBaHnst bonesHn (NoTeps Maccol Tena, NOTNUBOCTD,
HapacTaHue nenkouuTosa u/unm TpomoouunTosa).

3 Onsa OonbHbIX rpynnbl NPOMEXYTOYHOrO U BbLICOKOIO pucKa pasBUTUSA
Tpomboremopparm4yecknx OCrnoXHEHUN:

e LUMTOPEOYKTMBHAA Tepanusi nokasaHa BO Bcex cny4asix. Beibop npenaparta
onpenensieTcs Bo3pacTom 60nbHOro



JcceHumnanbHasa Tpombountemus (3T)

(CUH.: nepBUYHbIN TPOMOOLINTOS,
nanonaTnyvecKknin TPOMOOLMNTOS,
remopparmyeckas TpombounTemmns) —
knoHansHoe MI13 ¢  HEKOHTponMpyemowu
nponudepaumnen MerakapuouuToB,
XxapaKktepusytoLeecs NOBbILLUEHHbIM

KOMMMYECTBOM  KPYMHbLIX WU TUFAHTCKUX
MEerakapuoLuToB B KOCTHOM MO3re,
TpoMbouUTO30M B nepudpepnveckon KpoBu
(bonee 450 x 109/n), BbLICOKMM PUCKOM
TPOMOO30B U/ KPOBOTEYEHU.



Koutepun onarHoOCTUKU
9CcCeHumanbHoM TpoMmoounTeEMU

bonbLine KputTepumn
1.  Konun4yectBo TpombounToB 450-109 /n n bonee.
2. [lpu rucrtonornyeckom nccnegoBaHUm KOCTHOMO Mo3ra

— nponudepauns KpynHbIX MerakapmoLmToB CO 3penowu
Mopdponormen ¢ runepnobynapHsiMn aapamm 6e3
BblpaX€HHOro yBeNM4YeHns N oMosioXKeHus
rpaHynoumMTapHoro 1 apnuTpouagHoOro pocTkoB Mmenonoasa. 3.
OtcyTtctBue Kputepmen ana BCR-ABL1+ XMJ1, "CTUHHON
nonuuuTEMMKU, NEPBUYHOIO Mmenopunbposa nnu gpyrnx
MWENOUOHbIX OMyXosen.

4. Mytauum JAK2, CALR nnn MPL.

Manbin KpuTepuu: Hannyme KrnoHanbHOro Mmapkepa nnu
NCKITIOYEHNE peakTUBHOIO TPOMOOLINTO3a.

[unarHos acceHumnarnbHOM TpoMboUnUTEMUN TPEDYET HANNUKUS
BCEX DONbLUMX KPUTEPUEB UMK MEPBBLIX 3 DONbLUNX
KpUTEPUEB 1 1 Manoro KpUTepus.



JcceHUunanbHas

TpoMOoUuUuTeMus

nposBNAeTCcA oOMOopoKamMmu n

npegodMOpPOYHbIMA COCTOAHUAMK, OOSbIO B
rpyaun, nynbcupyrowen 0onb B KUCTAX UK
CTYNHAX, uedanrmen, oHeMeHNEM MNOSTOBUHbI
Tena, HepasbopyYMBOM N HEBHATHOU PEYbLIO,
HOCOBbIMU KPOBOTEYEHUAMU, rematypuen,
KPOBbIO B doekanuax.



\J)’IVIIVIVIPUDGI_II_IDIU PUI\UIVIUI_IHCH_I'VIVI IIPVI

1 [1ns Bcex 6onbHbIX:

-- npodhunakTuka cepaedHo-cocyamcTbix 3aboneBaHnin (yctpaHeHne hakTopoB pUcka);

-- NpenapaTbl aueTuncanmumMnoBon KUCNoTbi[ | (40--325 Mr/cyT), Npy PE3UCTEHTHOCTM U/UNK
HenepeHoCUMOCTU aLeTMUNCaNULNITOBON KUCNOTbI NOKa3aHO HasHayYeHne apyrmx

aesarperaHTos - Krnonugorpersb (75 mr/cyT), TUknonuaunH (500--750 mr/cyT);

-- NMNaHOBbIE XMPYPruyeckme BMeLlaTenbCTBa U NneYeHne y ctomaTtonora JOMmKHbl ObiTb OTNOXeEHbI 40
HopManusauumn nokasarenen TpombounTos. NpoBoaMmas Tepanus AormkHa OblTb 3abnaroBpeMeHHo (B
COOTBETCTBUM C hapMaKOKMHETUKOM NPUMEHSIEMOrO NpenapaTa) npekpallieHa 4o onepaTMBHOro
BMeLlaTenbCTBa U NPOAOIKeHa nocne.

2 [1ns 60nbHbIX FPYnnbl HU3KOrO pycka -- HabngeHue.

* LlnTopeayktnBHasa Tepanuns nokasaHa B criyyasx:

-- TpoMboumnTo3 6onee 1500 n3-3a pUCKa KPOBOTEYEHWUI;

-- nepea NnaHoBbIMU XMPYPrMyeckMMmn BMmeLlaTenbcTBamu;

-- porpeccmnpoBaHme 6onesHn (yeennmieHune Yncna TpomboumnTtos 6onee 4em Ha 300 3a 3
Mecsua, NosiBfieHNe CryieHoMeranunu, nosiBlieHNe KOHCTUTYLMOHAbHbIX CUMNTOMOB);

-- OCINOXXHEHUS (TPOMDO3 UNKN KPOBOTEYEHMUE).

3 [1nsa 60onbHbIX FPYNMbl TPOMEXYTOYHOMO prcka (BbIbOp Nnpenaparta onpenensieTca BO3pacTom
©onbHOro):

e BO3pacT A0 60 NeT: 1-9 NMHUSA Tepanuu -- HabnoaeHue, NOHa n/vnn aHarpenua; 2-9 NMHUS Tepannm --
rmapokcukapbammug n/unu aHarpenua;

e BO3pacT cTapLue 60 neT: 1-a NMHUsS Tepanumn -- rmapokcukapbammni; 2-a NIMHUA Tepannun: aHarpenua
n/vnm NOHa;

4 [Insi 60nbHbIX FPYMMbl BLICOKOrO pUcka:

e BO3pacT A0 40 nert: 1-9 nuHusa tepanun -- UGHa n/unmn anarpenuna; 2-s NMHNSA Tepanum --
rmopokcukapbammg;

e BO3pacT cTaplue 40 neT: 1-a NMHUSA Tepanuu -- rmapokcukapbammna; 2-1 NIMHNE Tepannu -- aHarpenua
n/mnnm NdHa.



CyobrnenkeMmmn4ecknin MMenoas
(nanonatnyecknm mmenodmnodpos)

6(pOHW-IECKoe KNnoHarnbHoe MuenonponmbepaTMBHoE
3aboneBaHue, pa3BuBaKLleeca BcrieacTteme
HapyLweHUU CTBONTIOBOU KPOBETBOPHOMU KIEeTKU
N XapaKkTepusyruieecs pa3BUTUEM TPEXPOCTKOBOU

\ MuernoungHoun nponudepaumm n mmenodgpunodposa /

 OObIYHO pa3BuBaeTcs B Bo3pacTte 50-70 net
* Pexxe BCTpeyaeTcs y Aeten B Bo3pacTe A0 3 net

e HacToTa Pa3BUTUA Y MYXKYNH N XKEHLLUUNH OANHAKOBA



Kputepumn anarHoCTUKM nepBmuYHOro
Mmnenodmndposa

[NepBuyHbBIH
Muenodudpos

[Npedndposnas/paHHss craaus

Dubdpo3Has cranus

Bonbuime Kputepuu

Mansie KpUTEpHH

1. [Nponudeparis 1 aTHNHA MErakapHOLIMTAPHOTO POCTKa Oe3
peTHKyInHOBOro (hubposa > MF-1 ¢ noseillieHHEM KIETOYHO-
CTH KPOBETBOPHOM TKaHH, npoaudepanueii rpaHy/I0HTapHO-
ro pOCTKa M HEPEIKO C peAyKLHEH 3PHTPOUIHOIO POCTKA

2. Her xputepues, yaosnersopsiommx UI1, 3T, MJC,

Ph+ XMJI unu apyruM MHEJIOMIHBIM OMYXOASIM

3. Hanuuue myraumii JAK2, CALR vnau MPL. Ilpu ux orcyTt-
CTBHH TMOMCK APYrHX KJIOHATBHBIX MAPKEPOB (MyTallHH
ASXL1, EZH2, TET2, SRSF2, SF3B1, IDH 1/2) wan uckinoue-
HHE peakTuBHOrO pubposa

1. AHemus, He CBA3aHHASA ¢ KOMOPOHIHOCTBIO

2. [Nansnupyemas cejie3eHKa

3. JleiikoumuTo3 >11-10°/n

4. Yeenuuenue JIAI (Boine pedepeHCHOrO HOPMATLHOTO
3HAYCHUSA )

1. lNponudepauns 1 aTHNHSA MEraKapHOLIMTAPHOTO
POCTKa B COYETAHHM C PETHKYJIHHOBBIM/WIH KOJLIa-
reHoBbIM (hubpo3om 2—3-ii cTeneHH

2. Hert kputepues, yaosnetsopsiiounx UI1, 9T,
MJC, Ph+ XMJ1

WIH APYTHM MHEIOHIHBIM OMYXOISIM

3. Hanuuue mytaumii JAK2, CALR wau MPL. Ipu ux
OTCYTCTBHH MOMUCK APYTHX KIOHAIbHBIX MAPKEPOB
(ASXL1, EZH2, TET2, SRSF2, SF3B1, IDH1/2) win
HCKJTIOYEHHE PEaKTHBHOIO TpOMOOLIHTO3a

1. AHeMHs, HE CBSA3aHHAas C KOMOPOHAHOCTBIO

2. [Nansnupyemas cene3eHKa

3. JleiixkouuTos >11-10°/a

4. Veennuenue JIAI (Boie pedepeHCHOro HOpMaIb-
HOTI'O 3HA4YCHUA)

5. JleiikoapuTtpobiacro3



[Mpn3Hakm mmenodudbpo3sa: oabillka, crnadbocTb,
6rnegHocTb KOXXn, 6onb B XXMBOTE, MOTEPSA BEC3,
renaTocnsieHomMmeranus, becnpuinHHbIE
KPpOBOTEYEHUS, rmneprnapos, nmxopagka,
60s1e3HEHHOCTb B KOCTHAX N CyCcTaBax.

KOCTHbII# MO3r B HOpmMe KOCTHbI MO3r npu Muenocbu6p03e
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KnnHunyeckaqa KapTuHa

obuwana cnabocTb

NOTNINBOCTb

CHUXeHMue anneTurta

noxyaaHue

Oornn B KOCTAX

TSXXeCTb 1 60nun B noapedbepbax
CHUXXEeHue cryxa

nosbiweHue t° Tena
KPOBOU3NMUAHUA Ha KOXEe U CIIN3NUCTbIX
crnneHomeranus

renaTtomMeranuvs

OCTeOoCKNepo3

noparpa, MoyeKkaMeHHasa 6one3Hb



ObLWwnn aHann3 KpoBu

« HopmoxpomMHas HopmMouuMTapHas aHeEMUS

e AHN30UWUTO3, MOUKUOLUMUTO3, AKPUOLIUTHI,
HOpMOOacTbl o

* YBenu4yeHme peTuKyrioLnToB
* YMepPEHHbLIN NTENKOLNTO3 Mo
« MunenounTtbl 1 NPOMUENOLMNTDI,
6nactbl (1-5%)
« TpOoMOOLUNTO3, 3aTEM TPOMOOLIMTONEHUS



Mwnenorpamma

e | cragusa: runepnnasuna BceX Tpex
POCTKOB KPOBETBOPEHUAA, OCOOEHHO
MerakapuouuTapHoro, o4yaru
peTUuKynuHoBoro mmesnoduobposa

e Il cragus: ymeHblueHUe KornyecTBa
reMonoaTU4YeCKUX KNeToK, pa3BuUTue
PEeTUKYNMHOBOIO n
rpyooBOSIOKHUCTOrO  KOnnareHoBOro
Muenocgpunodposa

e |ll crapusa: remonoaTuvyeckue KIeTKu
3aHumaroT MeHee 30% npocTtpaHcTBa

KOCTHOIO Mo3ra, BblpaXXeHHbIU
Muenodubpos, cTeoMnenocknepos WAL



B nepecmotpeHHon Knaccudpumkaumn BO3I (2017)
NoOYEPKMUBAETCA BaXHOCTb AndpdepeHLmanbHOU
OVarHOCTUKM 3CCeHuuanbHoM TpomMbounutTemMmm W
npedounbpo3Hon/paHHemn cTagnu NepBUYHOIO
Mmenodndposa ¢ obA3aTenbHON XapaKTEPUCTUKOW
cTerneHn peTukynmHoBoro gpmbposa no EBponenckon
CUCTEME rpagauunm

B nepecmoTtpeHHon Knaccndukauymm BO3 (2017) angd
nepBM4YHOro mmenodundposa BBeAeHbl 2 CTaguu:
npedounbposHas/ PaHHAS 7 dondpo3Has
(pa3BepHyTasi) ¢ COOTBETCTBYOLMMU OOMbLUMMU U

RAATMLIRNIA UYNIATANIANNALA

Tabamnua 2. Ouexka petukyAuHosoro ¢pudpo3a no Esponeiickoi cucreme rpasaumm (4]

CreneHb peTHKYJIMHOBOro hudposa XapakTepHCTHKA
MF-0 OtaenbHbIE HENEPECceKaoUIHeCs PETHKYJIHHOBBIE BOJIOKHA
MF-1 Peixag ceTh peTHKY/JIHHOBBIX BOJIOKOH C MHOXECTBEHHBIMH MEePECCYCHHAMH
MEF-2 [TnorHas anddy3Has ceTb peTHKYJIHHOBBIX BOJIOKOH C MHOXECTBEHHBIMH MEPECCYCHUAMH, €AH-
HHYHbIC MYYKH BOJIOKOH, COOTBETCTBYIOLIHE O4aKKaM KO/UIareHOBoro (pudposa (Kearoro 1sera)
MF-3 [NnorHas anddy3Has ceTb peTHKYIHHOBBIX BOJIOKOH ¢ MHOXECTBCHHBIMH MEPECEYCHHAMH, MHO-

rOYMCJICHHBIC rpyOble MyYKH KO/UIareHa H/HJIH pacrpoCTPaHEHHbIH OCTEOCKIEpO3




Metogbl Tepanuun NMO

Anno-TICK;

MeankameHTo3Has Tepanns : LUTOCTaTUKW,
3PUTPOMNOI3CTUMYITMPYIOLLME areHThl,
[MIOKOKOPTUKOCTEPOUAbI, aHAPOreHbl, UHIMOUTOPbI
JAK?2

Xupypruyeckoe nedenme (cnneHakromms (C3),
KOppeKLUUsa NnopTanbHOUN MTMNEPTEH3UN);

IlyyeBas Tepanus;

[ eMOKOMMNOHEHTHAas Tepanua: TpaHCcPy3nm
KOMMOHEHTOB KPOBM NPUMEHSIOT C LIESTbIO
BOCMOSTHEHUSA LMTOMEHUN NPU HANMMYNN PUCKOB
Pa3BUTUS XKNIHEYTPOXKAOLLIMX OCINOXHEHUN.



OcnoxHenus npu NMMO 1 TakTnKa
NX NIEYEHUS

* Onyxonesasi UHTOKCUKaL NS
« CnneHomeranus
e AHEMUS

* NHbeKLIMOHHbIE OCNOXHEHUSA
(JlemkoneHus,HenTponeHns)

* TpombounTONEHNS N FreMmopparn4ecknm
CUHAOPOM



bnactHasa dpasa MI13 saBnseTcs TepMuHanbHON cTaanen, nNPorHo3
HebnaronpuATHbIN -- CPEeaHSsIS NPOOOMKUTENBHOCTL  XU3HU
COCTaBIsET 6 MeC.

BbknBaemMocTb OonbLUMHCTBA OOMbHbLIX HE npesbllaeT 1 roa, npu
3TOM MHOrMe ymuparT B Te4dyeHue 6 mecdueB, HECMOTPSA Ha
MpPpoBOAUMYIO TEpParuio.

TakTnka Tepanumn brnactHou dpasel M3 onpenensieTca Bo3pacTom
BoribHOro, ConyTCTBYOLWLEN NaTonornen. Y 0onbHbIX C COXpPaHHbIM
obLlecomMaTU4eCKMM CTaTyCoOM MOXKET ObITb NPeanpuHsATa MonbITKa
NpoBeaeHNA KypCOBOU XMMUOTEPaNUnN No cxemam nevyeHns oCcTpbIX
NenKo30B, KOoTopasi NPUHOCUT BPEMEHHbIN 3PdeKkT y HeEBOMNbLLION
4yacTu OONbHbIX.

[ToXXnnbIiM 60SbHBIM C HANMNMYMEM CYLLLIECTBEHHOW KOMOPOUAHOCTU U
OCITOXXHEHUAMMU MI13 LenecoobpasHo npoeseneHmne

caepxmaatroLlen nannmaTuBHOU MOHOXMMUMoTEpPanun n
Ha3Ha4vYeHue MarnblX no3 [MIOKOKOPTUKOUOOB. [1aHHbIE
MEPOMNPUATUS HanpaBneHbl Ha TOPMOXEHME pocTa Oonyxonn u
KYNMpoOBaHNUE OCMOXHEHNN (nepenuBaHne TreMOKOMMOHEHTOB,
rneveHne MHPEKUNOHHbBIX OCITIOXXHEHUN U AOp.), C Lenbio yny4dlleHnd
KayecTBa XNU3HU DONbHOrIO



[1porHos

o XPOHNYECKUU MUNETIONENKO3

NPOOOIKUTENBHOCTb XU3HU B cpegHeM 3-5 ner, y
OTOEenNbHbIX OOMNbHbIX 7-8 net

¢ JpUTPEMUS
NPOAOIMKUTENBHOCTL XN3HU 15-20 neTt
« CybnemkemMmyeckmn Mmernos

NPOOOIMKUTENBHOCTb XXWU3HW NOCNe YCTaHOBIEHUSA
avarHosa 1,5-5 ner, B psge cnyyaeB go 15 ner



«VinenonponungepatmnBHoe
3aboneBaHue,
HeKknaccuuunupyemoe »

Hosonorndeckasa dopma «MwuenonponudpepatneHoe 3abonesaHue,
HeKnaccuuympyemoe» yCTaHaBnMBaETCA npu HanM4ynu
HECOMHEHHbIX KIMMHUYECKUX W nabopaTtopHbiX npusHakoB MI13 wu
OTCYTCTBUU KPpUTEPUEB, yA0BNETBOPSAOLLNX Kakomn-nmbo
cneuundunyeckon Hozonorum na rpynnel Ph-MrI13.

[aHHass Ho3zonoru4vyeckasas dopma B OOMbLUMHCTBE Chy4vaeBs
NCNONb3yeTCs Npu NEPBUYHON AMArHOCTUKE paHHUX ctaguin Ph-MI13
UNU OnarHoCTUKe Ha ctagun muenodubposa/octeockneposa, Unu
Ha ctagun TpaHcdopmauun MI13 B boriee arpeccmMBHyto CTaauto C
yBeNnnYeHHbLIM KOnmM4yecTBoM br1iacToB (B remorpamme/mMmuerniorpamme)
Npn OTCYTCTBUM aHaAMHECTUYECKMX [OdaHHbIX O Hanuymn MII3 n
npeabiayLmnx nccriegoBaHnm TpenaHobnonTaTtoB KOCTHOIO Mo3ra.

[Tpn aTOM 006A3aTENLHLIM ABNAETCA UCKIToYeHne BCR-ABL1+ XMIJT m
3aboneBaHMAa M3 rpynnbl MUENOUAHbIX/NMMMAOUOHbBIX Oryxonen c
peapaHxuposkamu PDGFRA, PDGFRB, FGFR1, PCM1-JAK2 npu
npoBeaeHNN MOSIEKYNAPHbLIX NCcrieaoBaHUN.



Muenocpubpoa Uctmunan XpoHuyeckun JcceHymansHan
NONUUMTEMHA MUENOMAHLIA TpomBoumnTemMmn
newnko3s
A66pesuarypa Mo mn Xm T
YBenuieHHoe ? Ko ‘ @ “
KONW4ECTBO &
KNeToK kposn Bce 3 pUTPOUMTL NemkounTel TpomGouurel
Konuyecreo
okono 1700
6onbHbLIX okono 1200 okono 24 000 @XEroaHo okono 19 000

(Mlepmarmnn)*




MacTtoumnTto3sbl

B HoBown pepakuumn BO3 (2017) rpynna macTounTo30B BbiBeeHa 13 rpynnsl MIM13 B
CBS3U C X arpeCcCuUBHbIM KITMHNYECKNUM TEYEHMNEM.

[ucTtoreHes 13 obLLEN KOCTHOMO3rOBOM MUENOUAHOW KNETKU-NPpeaLwecTBEHHULbI C
panbHevwen murpaunen n audgepeHUMpoBKOM B opraHax U TKaHax (Koxa,
CNU3UCTbIe OOOSIOYKN ObiXaTefibHbIX MNyTeWn, XenyaovHO-KUMLEYHOro TpakTa)
OTNMYaeT MacTouuTbl (TyYHble KITETKM) OT KMETOK rpaHyrnouutapHoro psiga c
6asodumnbHon anddepeHLNPOBKON.

B u4yactu cnyyaeB nponudepaunsi MacToUMTOB COMPOBOXOAET  Apyrue
remarosiormnyeckue 3aboneBaHus.

Mopdonornyeckme npusHakm mMacTtoumMTO30B YpesBbldanHO pa3 HoobpasHbl. [Npu
okpacke rno 'mmse/asypom He Bcerga BuaHbl LnTonnasmatmyeckme 6asodunbHble
rpaHysnbl, atunusg MacToUMTOB MOXET UMUATUPOBATL Apyrue Oonyxonm wu
npegnonaraet pacwupeHue NI X-nccnegosanna ans sepudurkaumnm guarHosa.

Cpean MacTouuTO30B BbIOESSAIOT:

Ko>XHbI MacToumTOo3

CUCTEMHbIN MacCTOUMTO3: — WHAOOMETHLIN, — «TMELWUN», — arpecCUBHbIN
MacTounuTo3, — CUCTEMHbLIA MACTOUMTO3, acCOUMMPOBAHHLIA C OpPYyrnMu
rematonormyeckumn  3abonesaHusiMm  (MmenogucnnacTUYeckue  CUHOPOMBbI,
XPOHNYECKUM MNENOMOHOLUTaAPHbIN nenkos, MuenonponugepaTnBHbie
3aboneBaHust), OCTPbIE MUENONAHbIE NTENKO3bl,— TYHHOKITETOYHbIN NTENKO3.

MacToKneTo4HYy capKkomy



KNACCUDOUKALMA MUENOUOHbIX HEOMJIA3UM
(BCEMUPHAA OPTAHU3ALUUA 30PABOOXPAHEHUA,

1. MmnenonponudgepartneHble
3abonesanua (MI13)

a. XpOHMYECKNIN MNESTONENKO3
(XMIN), BCR-ABL1*

b. XpoHn4yeckunu
HenTpodunbHbIN Nenkos (XHJ)
c. NctnnHas nonmuntemuns (UNM)
d. NepBnyHbIN MMenognbpo3s
(MMD)

i. MM,
npedundbpoTmnyeckas/paHHAS
cTagus

ii. IM®, pasBepHyTad
dunbpoTtmnyeckasn ctagnd

e. QcceHumnanbHasa
Tpombountemmsa (3T)

f. XpoHn4eckum
903UHOUITbHBIN NENKO3
HecneundnumMpoBaHHbIN (XIJ1-
BAY)

g. MnenonponudepaTtmsHoe
3abonesaHne
Heknaccuduuupyemoe

h. MacTounTtos
i ﬂAnppqnqmunQyAnhHHﬁ

2. MuenongHole u anmébounaHble
Heonnasun, accouMmMpoBaHHblE C
303UHOPUAMEN U peapaHKUPOBKOU
reHos PDGFRA,
PDGFRB wnun FGFR1, wan ¢ PCM1-
JAK2

a. MwuenonaHble Heonnasum,
accouMMpOoBaHHbIe c
nepectponiko PDGFRA

b. MwuenounaHolie Heonnasum,
accouMMpoBaHHbIe c
nepectponiko PDGFRB

. MuenounaHble Heonnasuu,
accouMMpOoBaHHbIe c
nepectponikon FGFR1

d. BpemeHHoe Ha3BaHue:

MwuenonaHaa Heonnasna ¢ PCM1-
JAK2

3. Muenoamcnnactnyeckum
cuHapom (MAC)/MN3

a. XpOHUYeCKuni
MWUENOMOHOLUTAPHbIN
neunkos (XMMN)

b. ATMNUYHBbIN
XPOHUYECKNIN MMUENONENKO3
(aXMN), BCR-ABL1-

c. KOBeHUNbHbIN
MMENOMOHOLUTAPHbIN
nerikos (KMMN)

d. MAC/MN3 ¢
KONbL,EBbIMY
cnaepobnactamm u
TpombouwuTtosom (MAC/
MM3-KC-T)

e. MC/MM3
HeKknaccuduumpyemble

CUHAPOM

4. Mnenogucnnactundeckme cuHapombl (MAC)
5. OcTtpbit MnenoungHbin nenkos (OMJ1) n cBa3aHHbIE

Heonmna3mum




Muenoaucnnacrtunyeckme

CUHAOPOMDbI

npeacTaBnsatoT cobon reTeporeHHyr rpynny
KIOHasrbHbIX 3abofieBaHuM CUCTEMbI KPOBMY,
XapaKTepu3yrLLMXCS LLUTONEHNEN,
npusHakamm OUCMUENOono33a W BbICOKUM
PUCKOM TpaHcopMaLunmn B OCTpble
MUENnonaHble NenKo3bl



B 80-90 % cny4aes atmnonoruna MIAC
HEen3BecTHa,

B 10-15 % pa3BuTUO 3aboneBaHuns
npejllecTeoBana ymrtocrtatnyeckaa n/mnm
nyyeBagq Tepanusa, Kotopaga nposoguniachk no
NOBOA4Y CUCTEMHOIO NopakeHu4d
COeAVNHUTENBHON TKaHU NN Apyroro
OHKOremaTosiorm4eckoro unu
OHKOJTOrM4ecKoro npotiecca.



BO3 —knaccudpukauma MIOC.

Ho3onornyeckas

¢dopma

PedpakTepHas

LUTOMEHUSA C

OOHONMMHENHOW

aucnnasvnen:

= pedpakTepHas
aHemus (PA);

= pedpakTepHas
HenTponeHus (PH);

= pedpakTepHas
TPOMOOLNTONEHUS
(PT)

PedpaktepHas aHemMus
C «KOmnbLEBLIMUN»
cngepobnacrtamu
(PAKC)

N3meHeHusa B
remorpamme

OAgHo nnu 2- X pocTKkoBast
LUTONEeHUS

bnacTtbl - HET NN < 1%
MoHouuTbl < 1 X 109/n

AHemMuns
BnacTtbl — HeT

N3MeHeHnsa B KOCTHOM
Mo3re

[ncnnasns B 0o4HOM pOCTKe
KpoBeTBOpeHUS = 10% KNeToK
< 5% OrnacTHbIX KNEeTOK

< 15% KonbLEBbIX
cngepobnacTtoB

[lncnnasnsa TornbKo KINeTokK
3PUTPOUAHOro paaa

< 10% KNeTokK
rpaHynouuTapHoro v
MerakapmoumnTapHoOro pocTkoB
C Npu3Hakamu gucnmiasunu

< 5% OnacTHbIX KINEeToK
> I100 ronklilaRkKIY



Ho3sonornyeckas
dopma

PedpakTtepHas
LMUTOMEHNA C
MYNBTUIMHEWNHOWN
ancnnasven (PLML)

PedpakTepHas aHemMus
C n3bbITkOM OnacTos -1
(PANB-1)3

PedpaktepHasa aHemus
C n36bITKOM 6NacToB -2
(PANB-2)4

N3meHeHusa B
remorpamme

Lintonenusa

bnacTbl — HeT nnun < 1%2
[Manoykn Ayapa — HeT
MoHouunTbl < 1,0 X 109/n

LinToneHus

bnactbl <5%

[Manoukn Ayapa — HeT
MoHouunTbl <1,0 X 109/1

Lintonenusa

bnactbl 5- 19%
[Manouykn Ayapa +3
MoHouunTbl < 1 X 109/n

N3mMeHeHnsa B KOCTHOM
Mo3re

Ouncnnasna = 10% KNeTok ABYX
nnm 6onee remonoaTUYECKNX
NMUHNA

< 5% 6nacToB

< 15% KOnbLEBbIX
cnaepobnacrtos

HeT nanoyek Ayapa

MoHO- nnn mynsTunMHenHas
ancnnasms

5-9% bnacTtoB

Het nanoyek Ayapa

MHo)XecTBeEHHaa anucnnasus
BO BCEX POCTKaXx
KpoBeTBOpEeHMA bnactHble
Knetkn 10-19% Nanoykn
Ayapa 13



Ho3sonornyeckas
¢dopma

MAC c nsonnpoBaHHOM
aeneuven (5q)

MOC
HeKnaccupuumpyemMbiu
(MAOC-H)

N3mMeHeHunsa B
remorpamme

AHeMuns

bnactbl < 1%
TpombouuTbl B HOPME Unn
NOBbILLEHbI

LinTtonenusa
bnactbl < 1%
[Mano4ykn Ayapa — HeT

N3MeHeHnsa B KOCTHOM
Mo3re

[An3apntponoas

bnacTHble KneTkn <5%
HopmarnbHoe nnu
yBernnyeHHOe Korn4yecTBo
ogHOSI AEPHbIX
MerakapuounToB

HeT nanoyek Ayspa
N3onupoBaHHaga aeneumns (5q)

[Jdncnnasua meHee yem B 10%
KNeToK B 1 nnu 6ornee pocTtkax
KPOBETBOPEHMNSA B COMETAHUN
C LUNTOreHETUYECKNMU
aHoManMamMu, XxapakTepHbIM
ana MOC5

bnacTHble KNneTkn < 5%

HeT nanoyek Ayapa



