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«? AnngemMmonorus

OnucaH 6onee 150 net Ha3an

~ 25% NnenKko3oB B3pOCHbIX
~2-3% OT BCexX NNIeUKO30B y AeTeu

~ MepauaHa Bo3pacTta 53 roga (aaHHble MHL)



XMIJ1 - knoHanbHOE
3aboneBaHue
accouunpoBaHHoe ¢ Ph-

XPOMOCOMOU U/UNn CrINaHUA
reHoB BCR/ABL



\) I"IepBoe OHKOJorn4yeckoe 3aboneBaHue npw
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"’ ’% KOTOPOM HangeHa cneuuduyeckas
N XPOMOCOMHasi NOSIOMKa.
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(P.Nowell, D.Hungerford, 1960)
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},ﬁiﬁ%cnoxauuﬂ t(9;22) y Bcex 60nbHbIX ¢ XMJ1

7. Rowley, 1973: peuunpokHas TpaHcrnokauua t(9;22)

Chromosome 2 2 Chromosome 9
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XuMmepHbin reH ber/abl = 6enok bcr/abl
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\C \ da3bl 3a6os1eBaHuA

XpoHunueckas dasa ®a3a BaacTHbIN
akcenepaumm | ny3

>

42-55 Mmec 3-18 Mmec 3-9 Mmec

5-6 ner
XMN
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L KnuHnyeckasa KapTuHa
| XpoHuueckas casa

*Okono 85% Bcex BbISIBMEHHbIX Crly4YaeB
‘BoisiBnsierca cnyvyamHo y 30-50%
*TsxecTb B IeBOM nogpedepbe
‘[enaTocnneHomeranusa
*YTOMNAAeMoCTb, NoXyaaHue, 6negHoOCTb
‘F'MnepnenkouuTos ¢ «feBbIM» CABUIOM
ba3ochunusa

*J03nHOhnnus

*HeT MOHOLMTO3a

‘'mneptpomboumnTo3

AHemusa 30-50%

bnacTo3 B nepucepuyeckon kpoem < 5%
bnacTto3 B k/m <10%
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“\‘7 XMJ1-chaza akcenepauum
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MVIeJ106}'IaCTOB B KOCTHOM Mo3re 10-19 %
6a3opunbl B OAK - 20 % wunu 6onee

TpOoMOOLMUTO3 UM TPOMOOLIMTONEHUS PE3UCTEHTHAs K
Tepanuu

NEKOLIMTO3 U Cr/IEHOMEranus pe3nUCTEHTHbIE K
Tepanuu

K/TOHanbHasa asontoumsa (M3mMmeHeHus Kpome t(9;22))

t(9:22)(g34;011.2) [llepBMYyHas aHoOManus

+8 BTOpWUHbIE U3MEHEHUS

+del(22)(gl11.2) BTOpUYHbIE N3MEHEHMUS
(extra Ph-xpoMocomMma)

i(179) BTopuyHble U3SMEHEHUS


http://www.slh.wisc.edu/cytogenetics/cancer/bmtransloc_tabl2.phpt(9;22)
http://www.slh.wisc.edu/cytogenetics/cancer/bmtransloc_tabl2.phpt(9;22)
http://www.slh.wisc.edu/cytogenetics/cancer/bmmisc_tabl.phpi(17)
http://www.slh.wisc.edu/cytogenetics/cancer/bmmisc_tabl.phpi(17)

& «7 XMJ1 — 6nacTHbI KpU3

Muenobnactbl B KOCTHOM Mo3re 20 % wunu
bonee

JKCTpamMeaynsapHas énacrtHas
nponupepauus

/0 % cnyyaeB muenougHole, 20-30 %
NMMM@POoUAHbLIE
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x,«? AVATHOCTMKA XM/
N

MpegnonoxutenbHbIN AUarHos3
- KNUHUYecKas KapTuUHa - criyieHoMeranus
- remaTonormyeckasa KapTuHa- reMKoLuuTo3s co CaABUIrom

BJieBO

OKoH4aTenbHbIN ANarHo3
-obHapyxeHue t(9;22) w/vnun bcr-abl
be3 obHapyxeHus t(9;22) u/vwnun bcer-abl

anarHo3 XMJ1 He npaBOMOYEH !

OKoHYaTenbHbLIX ANArHO3 CTaBUT U NeYeHue

npoBOAUNT remaTorsnor



G MeToabl Tepanuu
©y

(B nctopuyeckom nopsigke)

bycynbdaH
'mppokcMMmo4yeBUHA
UHTepdepoH-a

« AnnoreHHaa TICK

* UMaTUHNO (MHIrIMBUTOP TUPO3NH KNHA3bI)
 UHrmoutopbl TK 2-ro nokoneHuna (HunotnHuo,
HNa3atnHmno6, bocyTnHmo)

e 3-nuHuA: lNaHaTUHKO

y 3KCI19pVIMeHTaJ1beIe BUAbl Teparnuu
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— AAmatnano (T'TTMBEK , d1MnoxpoMWH, NMOFANB,
Heonakc u ap.)

CENEKTUBHbLIN MHIMOUTOP aHOMaribHOro bernka
bcr/abl TUPO3UH KnMHa3bI.

Bbi3biBaeT rmbenb kneTok cogepxawmx Ph
TpaHcoKaLuio.

C NMNOJIHOWN remMmaToTIormM4eckonm u
LUTOreHeTu4ecKkon pemmccmen Ha ooHe
MWUHUMATbHOU TOKCUYHOCTHU
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5 losmpoBanme «MMaTuHmba»
s
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XpoHuyeckasa da3za XMJ1 — 400 mr/aeHb
da3a akcenepauun XMJ1 — 600 Mr/aeHb
da3a 6nactHoro kpusa XMJ1 — 800 mMr/aeHb
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neyeHne «MMaTMHMO0OM>» HauYMHAETCS NpU
NnoboM KonnyecTse NeENKOLIMTOB;

coyeTaHHbI npueM UTK 1n + Muapea (1-3
Heaenu) ¢ nocreneHHon otMeHon Mnapea
NPU CHUXXEHUU YNCIIa NENKOLUTOB;

obunbHoOE NUTLE;
annonypuHon



OcCnoXXHeHnsa Tepanuu

[ emaTonornyeckue:
HentponeHus
TpombouuToneHus

He remaTtoniormyeckue



‘ . He remaTonormn4yeckas
*t’}}? TOKCUYHOCTb

TowHoTa -43%

Muanrusa — 41%

OT1ekn — 39%

[dnapes -39%

Cbinb, cyaoporu mbiut -26-50%
bonb B KOCTAX — 32-43%
[lonoBokpyxeHune — 10%



S ‘7 AHanu3bl

\ MecsU — eXXeHeaenbHOo

PIt <100x10°%/n J—. exeHeaenbHo

HeuTtpodunbl <1,5x10%/n

Plt >100x10%/n ]—» KaXkable 2
Heaenu

HeuTpodunbl >1,5x10%/n
BuoxuMmyeckmm aHanus;

TpaHCaMWUHa3bl NeYeHu 2 pa3a B TeyeHun 1
MecC.

3dTEM eXeMeCAYHO.



/. % MepepbiB 1 BO30GHOBNEHME
NSl Tepanuu
\ I}I%ib'epbls B Tepanuu - pa3BUTUE TOKCUYHOCTU 3-4 CT.
rpaHynoumtsbl < 1,0x10°/n;
TpoM6ouuTbl < 50x10°/n;
NOBbILLEHNE TPAaHCaMMHa3 Bbille HOPMbI 5 pas;
Bo3o6HoBNEHME Tepanuu :
rpaHynouutsl >1,5 x 10°/n;
TpomMbouuTbl > 75 x 10°/n;
CHUXXEHWE TpaHCaMUHa3 MeHee 2,5 HOpM U
6bunnupybunHa MmeHee 1,5 HOpM (CHMXEHHasA 033

UTK).
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\,5Qp|;36a C He reMaToNIorMYeCcKMMmN OCI0XKHEHUAMU

OTeKu — MOYErOHHbIE, NPU OTeKax 2-4 CT. TOKCUYHOCTU NEPEPLIB B
NeYeHnn A0 KynupoBaHUS CUMITOMOB;

Tou/HoTa —nNpueM npenapaTta Bo BpeMs 0beaa, 3anuBas 60abLInM
KONMYECTBOM BOAbI/pa3buTb 403y Ha 2 nopuun

Cyaoporu B MbiLax — BONOAHUTENbHBIN NpueM Ca**, Mg+, XUHUHa.
bo/ib B KOCTAX 1 cycTasax — aHanbretuku, HMBC npu Plt>100x10%/n.

KoxxHbile BbichinaHus — ecnn 6a3odunel >30% -aHTUMMCTaMUHHbIE,
KopTukoctepomabl — 0.5-1.0 mr/kr.

[napes — CcuMNTOMaTUYeCKME CpeaCcTBa, NoAaBNSAOLWMNE NEPUCTANIBTUKY.

YBenudeHmne maccel Te/1a — 3a CHET 3aAepPXKKM XKUAKOCTU, HU3KOKaNopunHas
AneTa, NoBbllUeHne PU3NYECKUX Harpy3ok.

[T0BbILLIEHHASA YTOM/ISEMOCTL — 3@ CHYET YMEPEHHOW aHEMUM,
BOCCTaHoBNeHue Hb r/n B Te4eHUU NepBbiX MECALIEB IEYEHUS.

HapyiueHune @yHKLNOHEIbHBIX Pob rneyYeHu — NoBbllleHne TpaHCaMnHa3
bonee B 2,5-5 pa3 nepepsiB B Ne4EHUU.



\

po

\ ‘wy

-7 TlonHbin rematonorunvyeckumn oreet (1MO)
TpombouunTtbl < 450 x 10°/n
Nenkouuntbl < 10 x 10%/n
OTCyTCTBME B KPOBU MUENOLIUTOB,
npomMuenouuTos, 61acToB
< 5% 6a3o0dunnioB B KpoBK
Cene3seHKa He nanbnupyeTcs
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nonHbin (NMLUO) ounapensduiickas xpomocoma B
KneTkax He BbiaBnsaetca (Ph+ 0%)

yactTnuHbIin (MLLO) ounanensduiickas xpomocoma
BbisiBNsieTcsl He 6bonee 4yeM B 35% knetok (Ph+ 1-35%)

Manbin Ounagensduiickas XpoMOCOMa BhISIBNSETCS B 36-
65% knetok (Ph+ 36-65%)

MUHMMANIbHbIN dunagensduiickasi XpoOMocoMa
BbisiBNAeTca B 66-95% knetok (Ph+ 66-95%)

HeT dunagensduiickas xpomocoma BbisiBRsieTCs
6onee 4yeM B 95% knetok (Ph+ > 95%)



rny6okuu (FMMO)
TpaHckpunT bcr-abl He BbiIsBNSeTCS
B ABYX NocnenoBaTesibHbIX aHanm3ax
(Npyn YyBCTBUTENBHOCTU > 10%)

CHumxeHune bcr-abl/abl < 0,001 %
6onbion (BMO)

CHuxeHue bcer-abl/abl < 0,1 %

no MexxayHapoaHou wkane (IS)



[MTPOIHO3

O 6naronpuATHOM NporHo3e ans nauueHTa
MOXXHO CYAUTb NO ONTUMANIbHOMY OTBETY
Ha nevyeHune B cneayroLmne CpoKu:

reMaToNoOrMYecknn oTBeT yepes 1
MecsL,

LIIFO — yepe3 3Mecsdua

BMO — yepe3 6-12 MecqauUeB,

YeMm paHblle aocturHyt bMO u MIM0O, tem
nydLue nporHos.



\= “HlenpenoxHbie npaBuna Tepanun XMJ
N 4

. Heo6xoaum ANUTENbHbIU, NOCTOSAHHbIN
rnpMemM raveBeKa gaxke y 60sibHbIX €

NOJIHbIM LWMTOreHEeTU4YeCKMM oTBeToM!
Cron Tepanusa yepes 3-4 roga rMO!?

Hanunuue y 60onbHOro XMJ1 MUHMManbHOro
konumuecrtea Ph+ knetok moxxert 6bITb NPUUNHON
LMTOreHeTUu4YeCcKoro peuvamea u/uiam UCTOYHUKOM
BO3HUKHOBEHUA PE3UCTEHTHbIX KJIOHOB- 16%



| “7 UTK — 2-3 nokaneHus

HUNoTtuHn6 (Novartis Pharmaceuticals)
n aa3aTtuHn6 (Bristol-Myers Squibb).

OHK NOAaBNAT aKTUBHOCTb KNETOK - HOCUTENbHULL
60NbLIMHCTBA M3BECTHbIX MyTaumn BCR-ABL-
TUPO3NHKNHA3bI, KpoMe oaHou - T3151.

[MaHaTUHMO, eANHCTBEHHbIN NMPeoaoIeEBaET
pe3ncTteHTHOCTb K MyTauun BCR-ABL- T315I.



Y 6onbHOro p., 48 net, XKanobbl Ha cnabocTb, TSHKECTb B 06/1aCTh N1IEBOro
noapebepbs. Npu 06bEKTUBHOM UCCIEA0BAHUN OTMEYAETCS YBENUYEHNE
ceneseHKu.

Anann3 nepudepuyeckon kposn: WBC — 44,4x109/n, RBC — 3,45%1012,

Hb - 79 r/ n, MCV - 75,4 dn, MCH- 22,9 nr, MCHC — 304 r/n, PLT —
1434x109/n.

JlenkouuTapHasa ¢opmyna: 6nactel — 9%, mnenouut- 27%,
MeTammenounTtbl- 10%, nanoykosaepHble HeEUTpodubl- 5%,
cermeHTosiAepHble HenTpodusbl — 30%, 6a3odunbl- 5%, 303nHodUnbI- 1%,
MOHOUMUTbI- 4%, numdouuTbl — 3%.

KakoMy 3aboneBaH1I0 COOTBETCTBYIOT SlabopaTopHbIe AaHHbIE?

A. OcTpbin nMMdpobNacTHbIN NENKO3

B. XpoHunuecknn Muenonemnko3 (XpoHuyeckas crtaams)
B. XpoHuueckuin mmenonenko3 (bnacTHbIn Kpu3)

[. XpoHuuecknin numponenkos



BoneHoOM C., 62 roga. B KnnHM4YeCcKon KapTuHe HabnoaaeTcs
renaToCcnieHOMeranusl, CHUXeH1e mMacchbl Tena.

AHann3 nepudepuyeckon kposn: WBC — 85,3x109/n, RBC — 2,52%1012,
Hb — 82 r/ n, MCV - 95,6 ¢n, MCH- 32,5 nr, MCHC - 340 r/n, PLT —
336x109/n.

INlenkouuTapHasa dopmyna: 6nactel — 35%,npomuenountbl — 2%,
MuenounTtbl- 2%, MetamuenounTbl- 1%, nanoykosaepHble HEUTPOMWIIbI-
2%, cermeHTosaepHble HenTpodunbl — 19%, 6azodunbl- 33%,
303nHOPUNbI- 4%, numdountbl — 2%.

KakoMy 3aboneBaH1i0 COOTBETCTBYIOT SlabopaTopHbIe AaHHbIE?

A. OcTpbin nMMdobNacTHbLIN NENKO3

b. XpoHunuecknmMmenonemko3 (XpoHMyeckas crtaams)
B. XpoHuyecknnn mmenonenkos (6nactHbin Kpu3)

[. XpoHuueckunin numponemnkos



dputpounTbl 4,4 x1012/n remornobuH 135 r/ n, UBETOBOWU
nokasatenb 0,9, Tpombouutbl 220%x109/n, nenkounTbl 14
x109/n, 303nHoduUNblI 0%, 6a3zocdunbl 0 %,
MeTamuenouutbl 7%, nanoykosaepHble HeuTpodbunbl 23%,
cermeHTosiAepHble HenTpodunbl 49%, nuMmdbounTbl 14%,
MOHOUUTBI 7%, CO3 47 MM/ 4. ToKCcM4YecKast 3epHUCTOCTb
LUMTOMNMa3Mbl HEUTPODUIOB. KakoMy COCTOSAHUIO
COOTBETCTBYET AlaHHas remorpamMmma’?

A. HopManbHaqa remorpaMma

b. AnnacTnyeckasa aHemMus

B. KpoBb npu BocnanuTenbHON peakumm
. XpoHU4eckum nmmdonenkos



