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Xpouuqecme MuenougHbie
HOBOOOpa3oBaHUs

XpoHuyeckue
MuenonponudepaTuBHbie
HOBOOOpa3oBaHUsA

XpOHUYECKUA MUENOUAHBbIA NIEUKO3

Kparkoe onucanme

» KnonanpHOe MuenongHoe HOBOOOpa3oBaHye CO CMeEIIeH-
HBIM BJIEBO (B OOJIBIIVHCTBE C/Iy4aeB) HENTPOQUIbHBIM
neiikonuTo30M U TpaHcnokanueit BCR/ABLI [t (9; 22)],
HeYacTo IPOSBJIAETCSA YBelIMYeHUeM 4Yucaa 671acToB
(yckopenHas mnu 6mactHast dasa).

Knuunueckne npu3HaKn

» WBC (neitkorutsr) 212x10°/1 co cMmeleHueM TpaHyo-
1UTOB BeBo (HewTpodmmusa npu p230+ HelTpoduIb-
HOM BapuaHTe).

» YacTo HabmomanTcs 6asodunus u 903MHOGUINA.

» AGCONIOTHBINI MOHOLIMTO3 MOXKET HAO/MIONAaThCsA P 3a-
6onesanuu BCR/ABL p190+.

» HeT yBenmmuenns nupkynupyomux 6mactos (<2%).

» [TaTonornvyeckme M3MeHeHUS KPOBM, KOCTHOTO MO3-
ra, CelIe3eHKM ¥ NedeH) HaOMogaloTCs B XPOHUYIECKOII
dase.

> DKCTpaMeRy/ULApHbIe ITOpakKeHNs (KOXKa, Y3/Ibl, MATKUE
TKaHM) MOTYT IIPOSIB/IATHCS B O71acTHOI (ase.
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Mopdonorns KOCTHOro MO3ra

» [MnepK/IeTOYHbIN KOCTHBI MO3I C BBIPaXXEHHBIM IIpe-
o6/ajaHMeM MUETIOV/JHBIX KJIETOK CO CMEIleHHbIM BJIEBO
CO3peBaHNEM.

» MajeHbKye TUII0/I00MPOBaHHbIE METaKaPUOLIMTHI.

» Petukynsapusiit ¢pubpo3 BappupyeT OT MUHMMAIbHOTO
JI0 BBIP>KEHHOTO.

» 3aMeTHBII PUOPO3 KOCTHOTO MO3Ta CO CKOIUICHUSAMM
MEJIKMX aHOMaJIbHBIX MeTaKapUOLYITOB, HAa0O/II0laeMbIX B
yCcKOopeHHOM (ase.

InarHocTuyecKue KPUTEPUU MPOTPECCUPYIOIIETO
3a00meBaHMs!

YckopenHnas ¢asa
ITo Kpaiinel Mepe, OHO U3 CIIE[YIOLIETO:
> YBemmuenre 6mactoB (10-19%) B KpOBM M/ KOCTHOM MO3Te.
> CTolKas CryieHOMeTasInsI, He TIO/IaloNIasics IedeHnIO.
» CTOVIKIII TeJIKOLMTO3 WV TPOMOOIINTO3, He BOCIIPUUM-
YUBBIN K TEPAIIUNA.
» Croiikast TpPOMOOLMTOIIEHN s, He CBsI3aHHAs C Teparmeit.
» bazogunusa (220% 6asodunos B Kposn).
> JlONOTHUTENBbHBIN IIUTOTEHeTNYeCKUI fedeKT mpu Io-
CTAHOBKE [JMarHO3a WIN BO BpeMs Tepalun.

BbrnacrHas ¢asa

ITo KpaiiHel Mepe, OfHO U3 CIIE[IyIOLIETO:
» 220% 6/1aCTOB B KPOBY W/IY KOCTHOM MOSTe.
» JIVICKpeTHBDIIT 9KCTpaMeny/UIPHBIN O/1aCTHBI MHQUIBTPAT.

! IIpumevanne. Apantuposano u3 tabn. 2.01 uz Swerdlow S.H.;
MexmyHapogHOe areHTCTBO 110 M3YYeHNUI0 paka; BcemmpHaa opranmsa-
1y 3ppaBooxpanenyet; u ap. Kmaccnduxanus BeemmpHoil opranusa-
1y 3apaBooxpanenus (BO3) omyxoreit KpoBeTBOPHOI 11 TMQONIHON
TKaHeil. JInon: MeX/yHapojjHOe areHTCTBO 10 M3y4YeHNIo paka, 2017.
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» Bonpuine ckorteHus 61acTOB IpU OGMONCUYM KOCTHOTO
MO3Ta.

VimmyHOpeHOTUTT

» Mueno6macTsl Ipy MIETOVHOM 0/IaCTHOM Kpy3e MOTYT
9KCIIPECCHPOBATh MMENIOVIHbIE, MOHOLMTApHBIE, JPU-
TPOVIHbIE M/VIIM MeTaKapMUOLMTapHble MapKephl, Ha-
npumep MPO, CD14, e-xkaprepun, CD61.

» JIumdobmactel mpu 61acTHOM TUMGPOUTHOM Kpu3e
OOBIYHO SKCIIpecCUpylT Mapkepbl B-nmum¢obnactos
(CD19, PAX5, TdT), nHor#a sKkcupeccupyoT MapKepsl
T-nmumdobnacros (cCD3, TdT).

I'eneTmka

» Knaccnueckas tpancnokauyss BCR/ABLI [t(9;22) (q34.1;
q11.2)].

» Mzodopmsl crmroro 6enka BCR/ABL: p210 (ocHOBHOIT),
p190 (BTOpocTenenHslit), p230 (penko).

» HeratmBHO 11 [pyrux MyTaluii/TPaHCIOKALVA, CBS-
saugpix ¢ MPD (JAK2, CALR, MPL, PDGFRA/B,
FGFR1).

ITIpegocTepexxeHNsA M 0COOEHHOCTH

o AOGCOMOTHBI MOHOLMTO3, UMUTHpYIonmit CMML,
MoxeT 6bITb B p190+ CML.

o 3aMeTHBII TPOMOOIMTO3 MOXXET MMUTVPOBATbH
3CCEHIMAIbHYI0 TPOMOOLVITEMMIO.

o BripaxenHas HeilTpoduausa npu HelTpoduib-
HOM BapMaHTe XPOHNYECKOTO MIEIOVIHOTO JIeil-
ko3a (XMJI) (BCR/ABL p230+) MO>XXeT UMUTUPO-
BaTbh XPOHNYECKNMIT HEMTPOUIBHBIN JIEVKO3.

o XMJI ¢ peTUKyIMHOBBIM PUOPO30OM MOXKET VM-
TUPOBATh MIEPBUIHBII MUeT0P1OPO3.




28 Tnaga 1. XpoHuueckne MuenouaHble HOBOOBPa30BaHNS

IuddepeHnmanbHbII FUATHO3

» JleiikemoujiHass peakuus (TOKCUYECKas TPAHYIALNA,
orcyTcTBMe 6a3odmany, BBICOKMII IoKaszarenb LAP
(neiikouurapHas menovyHas ¢ocdaraza), BCR-ABL-
OTPULIATETbHBIIN).

» Atummasbsiit XMJI (TpoM6oLMTONIEH NS, TPEeX/TMHEeHAS
nucrnasusi, BCR-ABL-oTpuiiaTebHblit).

» CMML (abCOMOTHBIA ¥ OTHOCUTENbHBII MOHOI[ATO3,
nucrnasusa, BCR/ABL-0oTpuLiaTeIbHBIIT).

» DcceHnmanbHas TpoMboruteMuss (MHOTOYMCIIEH-
Hble yBe/lIMYeHHbIE TUIeproOanbHble MerakapuOLVTH,
BCR/ABL-otpuiiarebHble, IEPEMEHHO IIOTI0KUTEIbHbIE
B otHoueHuy myTtanyy JAK2, CALR win MPL).

» Mctuanas monuuuTemus (IIOBBIIIEHHBI TeMOIIo0mH/
reMaTOKpUT, MaHMKeno3 (TpexnauHeliHas nponudepa-
VA1), MONOXKNUTeIbHasA MyTanys JAK2).

» [lepeuunblit  Muenopubpos (1eifKoapuTpo6/IaCcCTO3
(ampocopepskalye 3PUTPOLUTHI, JAKPOLUTHI U MIUe-
JIOV/IHBIVI CABUT BJIEBO B IepudepuyeckoM MasKe) OT
yMEpPEeHHOTr0 [0 BbIpakeHHOro ¢ubposa, ocreockie-
P03, MHOTOYVC/IEHHble aHOMaJIbHbIE MeTaKapVMOLMTHI
C HeperylApHBIMU TUIEPXPOMATUYECKUMI ALpaMIU,
BCR/ABL-otpunarenpubsle, CALR-oTpunarenbHbie,
CALR2-orpunarensuble wm myranus MPL).

» XpOHNYeCKNT HeNTPOUIbHBIN Jeliko3 (HelTpo-
bumusa ¢ MMHUMaNbHBIM cABUrOM BieBo, BCR/ABL-
orpunatenbublit, CSF3R-mmonoxnrenbHble MyTALINN).



XpoHuueckme muenonponundepaTmBHbie HOBOOOPa3OBaHNKA 29

XpOHNYECKMIA MUENOVOHbIA NEenkos. J1enkoumMTo3 C MOBbIWEHHLIM
cogepxaHnem 6as3otunoB (Ma3ok nepudepuHeckon KpoBu)

XpOHUYECKNI MUENOUAHbLIA Nenko3. YBenuyeHne 6asocunos n 903u-
HO(UNOB (MasoK Nepuheprnyeckon KpoBw)



30 rnasal. XpoHuueckme mrenousHble HOBOOOGpPa3oBaHNUs

XPOHUYECKNA MUENOUAHLIA NENKO3. [MNEepPKNETOYHbIA MUENOULHbLIN
KOCTHbIi MO3r (CTepXHeBasi 6uoncus)

XpOHVIHeCKVIVI MUENOUAHBIA NenKo3. YBENuMYeHne Marbix runonobu-
pOBaHHbLIX MerakapmnounToB





