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IIponomkenne. Hagano B Ne 2-3

OMI ¢ inv(3)[021026.2) unu t[3;3)(g21;
126.2); RPN1-EVI1

annas opma OMIJI BozHMKaeT de novo wim
pa3BuBaeTcs Ha ¢oHe npemmecTsytomrero MJIC.
CoueraeTcsl ¢ HOpMaTbHBIM WK TTOBBIIEHHBIM
KOJIMYECTBOM TPOMOOLIUTOB B TIepU(eprIecKoi
KPOBY M HATMIHEM aTUTTUYHBIX METAKApHOIIUTOB
B KOCTHOM Mo3re. BcTpeyaercs B OCHOBHOM
y B3pOCIIbIX O0JIbHBIX, B 0011l cTpykType OMJI
cocTapysiet 1-2%.

OCHOBHBIE KITMHIYECKUE ITPOSTBIICHNST — aHe-
MMSI, HaJMYue Teraro- M CIUICHOMETATUM TIpU
otcyTcTBUM nMdaneHonatid. [Toutn y 20% ma-
LIIEHTOB OTMEYAETCST BhIpAXKeHHAs! TPOMOOLIUTO-
neHus. B psme ciydaeB KommdyecTBO 6JIacTOB
B KOCTHOM MO3re MOXeT ObITb <20%.

Mopdbonorns u uproxumus

W3meHeHus B nepudepuieckoii KpoBU MOTYT
COTIPOBOXKIATHCS MOSIBIICHUEM 0J1aCTOB, TICEBIO-
TeJTbIePOBCKMUX JIEUKOIIMTOB, TMTAHTCKUX 1 TUIO-
IPaHY/ISIPHBIX TPOMOOLIMTOB, <«TOJIOSIICPHBIX»
MerakapuottoB. biactHeie kietku pu OMJI
¢ inv(3)(q21926.2) wm t(3;3)(q21;q26.2) moryT
UMETh LIUTOMOP(OIOrnyeckue v LIMTOXMMUYEC-
KM€ TIPU3HAKW, TIPUCYLIMEe MHOTUM opMam
OMIJI, 3a uckmouenuem OITMIJI, BbinensieMbIM
B cootBercTBUM ¢ DAB-Knaccudukanmeit. Hau-
Oosiee yacto 0J1acThl, BBISIBISIEMble B KPOBU U
KOCTHOM MO3Ie, COOTBETCTBYIOT XapaKTePUCTUKE
nefikemmyeckrx Kietok mpu OMJI ¢ mpusHakamu
CO3pPEBAHUSI, MUEJIOMOHOIIMTAPHOM WM Mera-
kapuobmactHom OMJIL. B ma3kax u3 crepHaibHO-
IO MyHKTATa KOCTHOTO MO3ra B KJIETKaX, He OTHO-
CSIIMXCST K TIOMYJISIIAN 0J1aCTOB, OTIPEIETISIOTCS
MIPY3HAKY MYJIBTIIMHEHON muciuiazu. OOHa-
PYXMBAeTCsl YBEIMUEHHOE KOJMYECTBO aTHITUY-
HbIX MJIbIX (<30 MKM) MErakapuoIIUTOB C OHO-
WM IBYXIOMBYATHIMK siapamu. Jlucrumactidec-
KHe M3MEHEHHsI OTMEUAIOTCs TAKXKe B HE3PEJTbIX
KJIETKaX 3pUTPOOIACTUYECKOTO psiia U HeUTpodu-
Jiax. B KOCTHOM MO3re YBeTMYMBaeTCs KOJMYECTBO
303UHO(GUIIOB, 6a30(DIIIOB 1/VITH TYUHBIX KJIIETOK.

MUmmyHodbeHoTHN

Ha mnoBepxHOCTHBIX MeMOpaHaX OJaCTHBIX
Ki1etok 6ombHbIX OMIJT ¢ inv(3)(q21q26.2) wm
t(3;3)(q21;926.2) onpenessieTcst SKCIPECCUsT aH-
tureHoB CD13, CD33, HLA-DR, CD34u CD38.
B psine ciyyaeB otMeuaetcs abeppaHTHas 9KC-
nipeccust CD7. Ha oThenbHbIX KJIETOUHBIX 3J1e-
MEHTAaX BBISIBIISTIOTCSI MApKEPhI KIIETOK MeraKapHo-
uTapHoro psina — anturensl CD41 u CD61.

leHeTHKa

Ipu OMJI ¢ inv(3)(q21q26.2) wm
t(3;3)(q21;q26.2) yacto 0OHAPYKMBAIOTCST aHOMa-
JIVIM JJTMHHOTO TUTeYa XpOMOCOMBI 3. DTO KacaeTcst
onkorena EVI1y 3q26.2, ero yommHeHHOM (hOpMBbI
MDSI-EVIIn RPN1y 3q21. benok RPNI moxer
JEVCTBOBATh KaK yCWINTENb aKcnpeccun EVII,
TPUBOISIIIEH K YCYTYOJIEHUIO KJIETOYHOM MPOSIH-
eparmm n HapyeHuto mddepeHIMpPOBKY, H-
TyLMpYIOIIEeH TpaHC(HOPMALINI0 KPOBETBOPHBIX
ki1eTok. K 91oii Kateropuu He OTHOCSITCS IpYTre
LIMTOreHETUYECKME abeppalii ¢ BOBJICUYCHHEM
3q26.2, Takue kak t(3;21)(q26.2;q22), Bemyiuue
K oOpazoBaHuto ciutHoro reHa EVII-RUNX1, Ha-
omopnatoimecss ipu OMJI, accouMMpoBaHHOM
C Teparnuen.

K 4mcity BTOpUIHBIX KAPUOTUITUYECKHUX aHO-
MaJuii mpu paccMatpuBaeMoii hopme OMII ot-
Hocutcst MoHOocoMus 7 (y 50% GombHBIX). OMJI ¢
inv(3)(q21926.2) wmm t(3;3)(q21;q26.2) uHorna
TpuxoauUTCs P QepeHIpoBaTh OT 0JIaCTHOTO
Kpu3a XpoHMYecKoro muesoneiikosa (XMJI).
YKazaHHble aHOMATMU TOSIBJISIIOTCSI B KauecTBe
JIOTIOJTHUTENIbHBIX B KJeTKax 0oibHbIX XMJI ¢
t(9;22)(q34;q11.2) B mporecce IporpeccupoBa-
Husl 3a00/1eBaHUSI.

[MporHo3

OMJI ¢ inv(3)(q21q26.2) mma t(3;3)(q21;q26.2)
SIBIISIETCSL arPECCHBHO MPOTEKAIOLINM 3a00J1eBa-
HMEM C KOPOTKMM TT€PHUOIOM BbIKMBAEMOCTH.

OMI [mezakapuobnacmHbii)
¢ t[1:22)(p13 ;q13);RBM15-MKL1

ITpu OMUJI ¢ t(1;22)(p13;q13); RBM15-MKL1
oOHapy:X1BatolIrecs: B nepudepruyeckoil KpoBu
U KOCTHOM MO3re 0J1acThl UMEIOT It hepeHII-
POBOYHbIEC TIPU3HAKU KJIETOK MerakapuoLuTap-
HOTO psizia. 3a00s1eBaHKE TMArHOCTUPYETCST Kpaii-
He penKo M coctaBisieT MeHee 1% Bcex (opM
OMUJI. Berpeyaetcss mperMYIIECTBEHHO Y I€BO-
YeK B MJIaICHUECKOM BO3pacTe (B MEPBbIe 6 MecC
SKM3HM) Uy IeTet 10 3 JieT.

[Ipenmonaraemblit HOpMaJIbHBIN aHAJIOT JIeli-
KEMWYECKMX KJIETOK — MUEIOUIHAS CTBOJIOBAs
KJIETKA C MPU3HAKAMU ITPEUMYLIIECTBEHHON KOM-
MUTALIMU B KJIETKM METaKapHOLIUTApHOTO Psifia.

OcHOBHbIE KIIMHUYECKUE TPOSIBJIEHUS] — Ha-
JIMYKe BbIPAXXEHHOW OpraHOMeraiuu (rernaro- u
CIUIGHOMETraJli1), aHEMUU, TPOMOOLIMTOIICHHUH,
YMEpeHHOe YBeJMUYeHUEe KOIMYECcTBa JIEHKOIM-
TOB B neprGeprIecKoii KpOBU.

Mopdbonrorms n uproxumus

bracTHbIe K1eTKH B nieprdepruueckoit KpoBU 1
koctHOM Moare mpu OMJI ¢ t(1;22)(p13;q13) o
LUTOMOPGOJOrMYECKM MPU3HAKAM TOI00HBI
JIEHKeMMYECKMM KJIETKaM TIPY OCTPOM Merakapu-
00JIaCTHOM JIefiko3e, HecrelndUuImpoBaHHOM
MHBIM 00pa3oM. MOTYT BBISIBISTBCSI CPETHETO
(12-18 MKM) M KpyIHOTO pa3Mepa Merakapuo-
01acThl C pUMeEChi0 MeHee TuddepeHIIMpoBaH-
HbIX OJIACTHBIX KJIETOK C BBICOKUM SIIEPHO-
LIMTOIJIa3MATUYECKUM OTHOLLIEHUEM, HarOMU-
Hatonue Jumdoodnactel. B Merakapuobaactax
CofIepXaTcsl OKpYIJIble, Clierka HerpaBUIIbHOM
(hbopMbI WM ¢ BIABJIEHUSIMMU SIIpa C HEXKHOIA CeT-
KOI XpoMaTHHa, ¢ 1-3 simpeikamu. Lluroriazma
KJIeTOK 6a30(hribHasT, 4acTo 00pasyeT BhIISTYMBa-
HMS WU TIceBAONOAUM. MoryT 0OHapyK1BaThCsI
MUKPOMETaKapUOLIUTHI, SIpa KOTOPBIX C TNIOTHOM
CTPYKTYpOii XpOMaTMHa He MMEIOT J0JIbYaToOro
cTpoeHus1. A ucriacThyecKue M3MeHEH!s B KJIeT-
Kax IpaHyJIOLIMTapHOTO U 3PUTPOOIACTUYECKOTO
psina HaOmonaoTcs penxo. [1py BbIsIBIEHUN aK-
tuBHOCTH MITO, XAD 1 okpacke JTUIMIOB Cyaa-
HOM 4epHbIM B Merakapro0macThbl ocTatoTcs He-
oKpateHHbIMU. [looXuTebHast TpaHyJIsipHast
peakiiysl B 1IMTOIIa3Me MEerakapuooiacToB Ha-
OmonaeTcs mpu onpeaeieHun akTuBHocTH KD,
o-HD, KHD n PAS-nonoxuTe bHbIX CoeaHe-
HUI.

MmmyHocpeHoTHI

MapkepHbIMU [UISI METaKapro0IacTOB SIBJISI-
10TCsl OOHapyKMBaeMble C MOMOIIBI0 MOHOKJIO-
HanbHbIX aHTUTe1 CD41 (rmkoriporens I1b/111a)
u/uma CD61 (rmukomnpotenH I11a). XapaxkrepHa
akcrnpeccust antiurena CD36. MeHee 4acTto BbIsIB-
nstercst antureH CD42 (rmkornpoteuH Ib), akc-
TIPECCUPYIONIMIACS Ha O0Jiee 3peibIX KIeTKaxX Mera-
KapuOIMTapHOTO psia. MoXeT HaOmoaaThes
TIOJIOXUTENTbHAS PeaKIMsl IPU BbISIBICHUM aHTH-
reHoB CD13 u CD33, a Takke oTpuiatebHas —
ripu onpeziesienun antureHos CD34, HLA-DR u
TMaHJIeHKOLUTapHOTo Mapkepa — antureHa CD45.

leHeTuka
VYV GosblIMHCTBA OOJIBHBIX €IVMHCTBEHHOMN
KapUOTUTINIECKO ~ aHOMalMeil  sBJIsTeTCs

t(1;22)(p13;q13) WM onpenensieMblil mpyu MoJie-
KYJIIPHO-TEHETUYECKOM aHAJIM3€ CIUTHBIA TeH
RBM15-MKL]I. [laHHbBIi1 TeH MOXET OKa3bIBATh
MOTyJIUpYIOlIee BIMSHNAE Ha OPTaHU3aIINIO XPO-
MatuHa, NOX-UHAYIIMPOBAHHYIO MU hepeHIIr-
POBKY U BHEKJIETOYHbIE CUTHAJIbHBIC TTYTH.

[MporHo3

B nocnesnHee Bpems yaanoch YCTaHOBUTD, YTO
6osbHBIe OMUI ¢ t(1;22)(p13;q13) pearupytoT Ha
TEepaIuio; Y HUX MOXET ObITh JOCTUTHYT TOBOJIb-
HO TIPOIOJDKUTETBHBIN TIepro 0e3CO0BITUITHOM
BbDKMBAEMOCTH.

OMIl ¢ MiymauugaMu 2eqa NPM1
[Ipu stom THme OMJI, Bo3HUKaOIIEM, KakK
MPaBWIO, de novo W BKJIIOYEHHOM B KayecTBE

TIpenBapuTeIbHOIM (provisional) HO30I0TMYeCKOi
(opmbl B HOBYIO Kiiaccudukauuio BO3 (2008),
MyTalliM TofBepraercss 3k30H 12 reHa NPMI.
CypporaTHbIM MapKepoM MYTallii YKa3aHHOTO
TeHa CITYXUT abeppaHTHasi SKCIPecCHst B IIUTO-
ia3Me Kiietok HykieodocmuHa (NPM).

Myrauyu rena NPM 1 0THOCSITCS K YMCITY Hay-
60J1ee YacTo MOBTOPSIIOIINXCS TeHETHIECKUX 10~
pexxnenuii mpu OMJIL. YacToTa ux yBemumBaeT-
cst ¢ BospactoM — 2-8% mipu OMJ1 y neteii u 27-
35% — y B3pocnbix. Mytatm NPM [ o6HapyXu-
BatoTcs y 45-64% B3pOCIIBbIX O0JBHBIX C HOPMaJTh-
HBIM KapUOTHITOM.

[penmnonaraeMblil HOpMaIbHBIA aHAIOT JIeii-
KemMu4eckux Kietok rpu OMJI ¢ MyranusiMu re-
Ha NPM I —remonoatryeckast CTBOJIOBas KJIETKa.

TIpu K 1MHIYECKOM 00CIeI0BaHUN Y OOJIBHBIX
MOTYT OOHApYXUBAThCSl 3KCTpaMey lIsIpHbIC
oyYaru MopaxkeHus1 B IeCHaX, TMMbaTIeCKHX y3-
nax, Koxe. [1pu 1ab60paTopHOM aHaM3¢ KPOBU —
aHeMus1 1 TpomboLuToneHust. Oolee KOaM4ecT-
BO JICKKOILIUTOB B KPOBU YacTO BBIIIIE, YeM TIPU
npyrux popmax OMIL.

Mopdonorus u umroxumus

YcraHoBsIeHa TeCHas CBSI3b MEXJIY OCTPbIM,
MUEJIOMOHOLIUTAPHBIM Y MOHOLIUTAPHBIM JIEHKO-
3aMU M HaimuueMm mytaiuu reHa NPM1. B no-
crneaHeM ciydae Myrauuu NPM [ ooHapyXuBaioT-
csl B JreiikeMuueckux KieTkax 80-90% GOJbHBIX.
Kpome Toro, MyTariiy 3T0ro TMIa OnpeessiioTcs
rpu OMJI ¢ 1 6e3 IprU3HAKOB CO3peBaHMSI 1 TIPU
0OCTpoM 3puTposneiikose. Y psma 6oapHbIX OMII
¢ MyTauusiMu reHa NPM 1 BLISIBIISIIOTCS IPU3HAKY
MYJIBTWJIMHEHON IUCTIIa3UM, HO TIPY 5TOM CYy0-
CTpaTHbIE KJIETKU UMEIOT HOPMAJTbHBIN KAPUOTHUTT
u sBistioTest CD34-otpuniatenbHbIMU. [TpolieHT-
HOE colepXaHue OJIACTHBIX KJIETOK B KOCTHOM
Moare 60bHbIX OMJI ¢ MyTatmsmu reHa NPM 1,
KaK TpaBWjIo, BBIIIE, YeM TP JIPYyrux (opmax
OMUJI ¢ HopMAaTLHBIM KapUOTHUIIOM.

HuarHo3 3abojieBaHMsI OCHOBBIBAETCS Ha
WUICHTU(DUKAIIMKA TEHETUYECKOTO MOBPEXKICHMS
TIPY UCTIONIb30BAHNU MOJIEKYJISIPHO-OMOIOTYeC-
KHMX METOIOB U/WUIM UMMYHOTHCTOXMMUYECKOM
ornpe/eieHny B TapaMHOBBIX Cpe3ax TperaHo-
OMOITaTOB KOCTHOTO MO3ra abeppaHTHOM 1IUTO-
m1a3Marudeckoil axkcmpeccun NPM. MmmyHo-
TUCTOXUMUYECKOE OKPALIMBAHUE C UCTIOJIb30Ba-
HueM aHTuTel K 6es1Ky NPM 1o3BoJ1sieT BBISIBUTD
BOBJIEYEHUE B MATOJIOTMUYECKUIA POLIECC KIETOK
JIBYX WK OoJiee JIMHUIA MUEJIOTN033a, YTO OIpejie-
JISIET IUMPOKUiA creKTp MOPhOIOrMYecKuX Mpo-
siByieHu i Tipu aToM Tire OMJIL.

MmmyHocbeHoTHN

B Gmactax mpu OMJI ¢ MyTauusiMu TeHa
NPM 1, nomuMo MuetouaHbIx aHTureHoB (CD13,
CD33, MII10), yacto oOHapy:K1BaeTCs KCIIpecC-
cHst MapKepoB UG (EpeHIINPOBKI KJIETOK MOHO-
LIMTApHO-MaKpoharaJbHOro psiia, B TOM UKCIe
CDI14, CDI11b u CD68. IlpumMeyartenbHo, YTO
HE3aBUCHMO OT CTETIEHU 3PEJIOCTH JIeHKeMuJec-
KMX KJTETOK B HUX He OTPEETIAeTCs] SKCIIPECCHsT
antureHa CD34. BaxHbIM sIBIsIeTCSI OOHApyKe-
HuMe abeppaHTHOM sKcmpeccun Oenka NPM
B LIMTOILIa3Me JIEHKEeMUYEeCKUX KJIeToK. Myra-
LINM BBI3BIBAIOT KPUTUIECKUE U3MEHEHHUS CTPYK-
Typbl HaTUBHOTIO 0e71Kka NPM, 10Ka1m30BaHHOTO
B HOpPME B $IIIpe, BEOyT K MOBBILIEHUIO €ro KC-
ropTa U3 siipa U abeppaHTHOMY HAKOTLIEHUIO
B IIMTOTLIa3Me KJIETOK.

[eHeTHKa

OMUJI ¢ mytatmsimu reHa NPM 1, Kak ripaBuio,
COUETaeTCsT C HOPMAJTLHBIM KApUOTHIIOM, Y JIUIIH
y 5-15% mnanueHToB 0OHApYKMBAIOTCS XPOMO-
coMmHble abeppaimu, BkIoyas +8 u del(9q).
[TpumepHo y 40% GombHBEIX OMJT ¢ MyTaLmsIMu
NPM]I B neiikeMM4ecKUX KJIETKAaX B IIpoIIecce
pa3BuTHs 3a00j1€BaHMsI OOHAPYKUBACTCSl CIIUT-
Hblid reH FLT3-1TD. Hamuuue conepxariero My-
Taumu teHa NPMI B uumtoriasMe OJacTHBIX
KJTETOK COTPOBOXKIACTCST ONPeIeNIEHHBIM TIPOMHU-
JIeM 9KCIIPECCUM TEHOB, XapaKTepU3YIOIIMMCS

A.®. [nysman

HapyIeHreM peryisiyu reHoB NOX, 4To oTim-
yaeT ux ot apyrux ¢opm OMIJI, Bkiouas OMJI
¢ nepectpoiikoit MLL.

Mporto3

OMUJI ¢ mytauueii rena NPM 1, kak mpaBuiio,
XapaKTepU3yeTCsl XOPOIIMM OTBETOM Ha MHIYK-
LIMOHHYIO TePaI1Io U TIPY OTCYTCTBUU COTTYTCTBY-
fommx Myrtaumit reHa FLT3-ITD — B uenom
01aroNMpUSITHBIM MPOTHO30M.

OMIl ¢ Mmymauuamu 2exa GEBPA

Myrauuu reva CEBPA BoisiBnsiiotest B 6-15%
ciyyaeB nipu OMIJI, Bo3HUKarolIeM de novo, Uy
15-18% OGONBHBIX ¢ HOPMATBLHBIM KApHOTUTIOM
OJIACTHBIX KJIETOK.

[pennonaraemplii aHanoOr JEHKEeMUUECKUX
kietok npu OMIJI ¢ myraumsimu rena CEBPA —
TeMOITO3TUYECKast CTBOJIOBAsI KJIETKA.

Oc00eHHOCTH KIMHUYECKUX TIPOSIBICHUI —
HU3Kasl 4acToTa MUEJIOUIHBIX CAapKoM U JiuMda-
neHomnatud. KonnuecTBo 61aCTHBIX KJIETOK B 1e-
pudepryeckoit KpOBM M KOCTHOM MO3re y 00JTb-
Hbix OMJI ¢ Hamramrem mytaimii CEBPA Bbie,
YeM IPY UX OTCYTCTBUU. Y TaKMX MAl[UEHTOB MPU
BBITIOJIHEHMU OOI1IEr0 aHAIM3a KPOBU OTpe/iesis-
eTcs Takeke 0071ee BBICOKMI YPOBEHb FeMOTIO0M-
Ha B 3PUTPOLIUTAX U 0OJiee HU3KOE KOJTMYECTBO
TPOMOOIIMTOB.

Mopdbonorus v uuroxummst

'V GONBIIMHCTBA MAlMEHTOB C HOPMATbHBIM Ka-
PHYOTHITOM 1 HaiameM MyTauuii rena CEBPAmipu
00BIYHOM OKpacKe Ma3KOB 1 MPOBEIEHUH LIUTOXU-
Mudeckux peakiii Ha MITO, a-HD, XAD mna-
rHoctupyercst OMJI 6e3 Mpr3HAKOB CO3PEBaHMSI.
Pexe ¢ yueToM LIUTOMOPGOTOTMY ¥ SH3UMOLIUTO-
XUMUYECKIX OCOOEHHOCTE! BBIIEISTIOT Takue (pop-
Mbl, KaK MOHOLIMTAPHBIN MJIM MUEJIOMOHOLIUTAp-
Hbiit OMJI.

MmmyHHOeHoTHN

Ha neiikemnyecknx Gactax y OOJNBIIMHCTBA
OOJTbHBIX OIPEIETISETCS] SKCIIPECCHsT aHTUTEHOB
HILA-DR 1 CD34, a Tak:xe MUEJIOMIHO-aCCOI-
mpoBaHHbIX aHTUreHoB CD13, CD33, CD65,
CDl11b, CDI5. bonee yeM B 50% ciydaeB Ha
MeMOpaHax KJIeTok orpenensiercst aHtureH CD7.
Anrurensl CD14 u CD64, kak nipaBuiio, He 00-
HapyX1BAIOTCSI.

leHeTHKa

Boree yem y 70% GonpHbIX OMJT ¢ MyTanmeit
reHa CEBPA nelikeMuuecKue KJIeTKY UMEIOT HOp-
MasibHbIi Kapuoturl. Myratmu FLT3-1TD BbisiB-
nsttotest B 22-33% ciydaes.

Mporxo3

[TporHo3 npu OMJI nipy HaMuMK JIeiKeMu-
YecKMX 0JIaCTOB ¢ HOPMaJIbHBIM KapUOTUTIOM 1
mytammn CEBPA takoii xe, Kak 1 ipu OMJI ¢
inv(16)(p13.1;22) n t(8;21)(q22;q22).

ﬂl:ﬂlllblll MUEenougHbie neiiko3bl
C U3MEHeHusMU, CBA3aHHbIMU
[ MIIBIII][]III:IIIIH:!IIEﬁ

K ykazanHoit kareropuu otHocsitest OMJI ipu
Hammunn 20% 1 6ojiee G1aCTOB B repugeprIecKoit
KPOBH ¥ KOCTHOM MO3re: ¢ MOP(OIOTHIecKUMU
MPU3HAKAMK MMEJTOMMCILIA3MM Ha MOMEHT YCTa-
HOBJICHUSI TMarHO3a; C MMEBLIMMMUCS paHee 1 3a-
(bukcupoBanHbIME B icTopun 6onesHr MIC nmm
MUETOMUCTLIACTIYeCKUME,/MUETONPOhepaTB-
HBIMH HOBOOODPA30BaHMSIMU; CO CBSI3aHHBIMU
¢ MJIC uuroreHeTHYeCKMMM aHOMaMsiMu. [Tpu
9TOM JIOJDKHBI OTCYTCTBOBATDH CIIELIM(HIECKIe
TeHEeTUYECKUE aHOMAINH, TIPUCYIIIME KaTeropun
OMJI ¢ noBropsiroIIMMUCS (PEKYPPEHTHBIMU)
TeHETUYECKUMU aHOMaTVsIMU. B aHaMHe3e 601b-
HBIX JTOJDKHBI OTCYTCTBOBATh YKA3aHMS Ha paHee
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OHKOIMEMATOJIOlIA o nexuIS

TIPUMEHSIBILIEECS JIeYEHNE LIMTOTOKCUYECKUMU XU~
MHUoOIpenapaTaMu Wi JIy4eBYIO Teparuio.

CunonnM 3a0oseBanuss — OMJI ¢ Mynbri-
JIMHeltHOM mucriasueit. HecMoTpst Ha HeomHO-
3HAYHOCTb ONpe/IeJIeHMS MYJIBTHIMHEWHOM AMC-
U1a31K B JOCTYITHOM JIUTepaType, MoJiaraiot, 4To
9Ta KaTeropusl MalieHTOB cocTapisteT 25-35%
Bcex 6o1pHBIX OMJIL. BeTpevaetcst B 0CHOBHOM
y TTOXKMITBIX JIFOZIC U 0YEHDb PEIKO Y IETEiA.

[NocTymipyemblit HOpMaJTbHBbIi aHAJIOT — TTOJH-
TIOTEHTHAsI TeMOTIOATHYECKast CTBOJIOBAST KJIETKA.

HayvanbHbIMU TeMaToNorMYecKuMu MposiBIe-
HUSIMU TIPU MCCIICIOBAHUU KPOBU Y OOJIbHBIX
OMUJI, cBsI3aHHBIMU C MUEOIUCIUIA3UEH, MOTYT
OBITH MPM3HAKY MAHIMTONEHUH. B HEKOTOphIX
clydasix ¢ cofepkaHueM OJIacToB, COCTABIISIIO-
M 20-29%, BozHuKImX Ha ocHoBe MIC win
B IETCKOM BO3pacTe, MOXKET HAaOJTIONAThCsI KpaiiHe
MEJIEHHOE TIPOTPECCUpPOBaHNE 3a00JIeBaHMS.
KimHuyeckas cuMnToMaTvka mpy 3ToM OoJblie
HaniomuHaet MJIC, yem OMJI. HecnyuaiiHo, uto
B npexxHeit MAB-kiaccubukanmy Takue ciydan
paccMaTpuBaINCh Kak pedpakTepHas aHeMMUs
¢ u30bITKOM Os1actoB (PAUB).

Mopdbonorust u uutoxumms

J11s1 BBISIBIICHMS XapaKTePHBIX IS 3T0i (hop-
Mbl OMJI ipy3HaKoB MYJIBTUIMHENHON AUCILIA-
31U UCCIIENIOBATHCS IOIKHBI XOPOIIO OKPAIleH-
HbIE Ma3K1 TepuQepruuecKoii KpOBU U KOCTHOTO
Mo3ra. J171s BeprudurKaimm [uario3a Heo0XomaMo
BBISIBJIEHNE MOPGOIOTMYECKUX MPU3HAKOB JUC-
TUTa3My Kak MUHUMYM B 50% KIIETOK, OTHOCS-
LIMXCSl HE MEHEee YeM K JIBYM JIMHUSIM KOCTHOMO3-
TOBOTO KPOBETBOPEHYIS.

JIMCTpaHyI0LMTON033 XapaKTepU3yeTcsl HaTU-
yueM HeMTpo(dUIoB ¢ TUMOrpaHy/IsSIpHOM LUTO-
TUIa3MOM M TUIOCETMEHTUPOBAHHBIMU SITPAMU
(TaK Ha3bIBaEMbIE TICEBIOTIENIBIEPOBCKIE JIHKO-
LUTHI). JIUCIpUTPOITI033 MPOSIBISIETCS yBEIMYEHM -
€M ColiepXKaHUsl Meraiod1acToB, HATMYKUEM CPeU
3JIEMEHTOB 3PUTPOOJIACTUYECKOTO Psiia KIETOK
C HEeMpaBWJIbHON (hOpMOIi sIpa, MpU3HAKAMU
Kapvopekcuca, (hparMeHTaly, MHOTOSIEPHOC-
TH. JIOTOMHUTENbHbBIE TIPU3HAKU TUCIPUTPOTIOI-
3a — KOJIBLEBBIE CHUIEPOOIACThI, BaKyOIM3aIIvsT
LIUTOTLIa3MbI 3PUTPO- U HOPMOOJIACTOB, TIOSIBIIE-
HUe 0CTATOYHO MHTEHCUBHOTO M1hhy3HOTo Win
IPaHY/ISIPHOTO OKpALIMBaHUST LIMTOILIA3MbI KJle-
TOK 9PUTPOOIACTUIECKOTO PSIIA TPH BBITIOTHEHUI
PAS-peakiiun. J/IucMerakaproimTonoss XxapakTe-
pU3yeTCsl HUTMIMEM MUKPOMETaKapuOLITOB, Kile-
TOK HOPMaJIbHBIX Pa3MEPOB WJIM KPYITHBIX METaKa-
PMOLINTOB C TUIONOIBYATHIMU SIPaMU M CO
MHOTMMHU siipaMu. B citydae otcyTcTBust mocta-
TOYHOTO IS MAEHTU(DUKALMA MYJIBTUIMHEHHON
JIMCTIIA3UM KOJIMYECTBA HEOMACTHBIX KJIETOUHBIX
3JIEMEHTOB T HETIOTHOTO COOTBETCTBHSI MOP(O-
JIOTUYECKUM KPUTEPHUSIM, HEOOXOIMMBIM JUIS Be-
puduKamu TaHHOM (opMbl 3a001eBaHus, TUa-
o3 OMJI ¢ MJIC-cBsI3aHHBIMU M3MEHEHSIMI
MOXET OBbITh YCTAHOBJICH Ha OCHOBE BBISIBIICHMS
accounnpoBaHHbIX ¢ MJIC LIMTOreHETUUECKUX
aHoMauii wm ykasaHuii Ha MJIC B aHamHese.

MmmyHocbeHoTHN

JlaHHbIe, TIOJTydaeMble TIPYA U3Y9eHUH IMMYHO-
(beHoTuMa, BAPLMPYIOT B 3HAYMTETLHOM CTETIEHH,
YTO OOYC/IOBJIEHO T€TEPOTeHHOCTbIO OA3UCHDBIX
reHeTnyecKux uameHeHuit. [pu Hanmuum adep-
parit XpoMocoM 5 1 7 ompenensieTcsl BhICOKast
yacToTa 3Kkcnpeccun aHtureHoB CD34, CD7
u TdT. I1pu pazputun OMJI Ha (poHe mperecT-
Bytotiero MJIC CD34+ kieTku 4acTo cocTaBisi-
10T TOJIBKO CYOTIOTTYJISILIVIO OJTACTOB M MIMEIOT CBSI-
3aHHBIN CO CTBOJIOBBIMU KJIETKAMU UMMYHOGe-
HOTHII ¢ HU3KOM 3Kcnpeccueii antureHoB CD38 u
HLA-DR. Onpenensitorcst mnaHMUEIOUIHbIE Map-
kepbl CD13 1 CD33, yacToii siByisteTcs abeppaHT-
Hag oKcrpeccust antureHoB CD56 u CD7.
B OGnacTHBIX KJIeTKax OTMeYaeTcsl yBeJIMYEeHHas!
YaCcTOTA SKCIPECCHU IIMKOTPOTENHA, CBSA3aHHO-
IO C MHOXECTBEHHOM JIEKAPCTBEHHOM YCTOMUYM-
Boctbio (MDR-1).

[eHeTHKa

XpOMOCOMHBIE aHOMAJTMK CXOIHBI ¢ HabJTIoa-
foummmucs pu MIC. Haubosnee yacTbiMu SIBIISI-
J0TCS CJIOXKHBIE M3MEHEHUS KapUOTHUIa (TpY WK
0osiee HECBSI3aHHBIX MOBPEXICHUI, HU OJTHO U3
KOTOPBIX He TprHamIeXuT K rpyrme OMJI ¢ pe-
KYPPEHTHBIMU TEHETMYECKMMHU aHOMATUSIMU).
K ¥x ynciy OTHOCSITCS TIpEX/Ie BCEro Takue, Kak
-7/del (7q) u -5/del (59).

Pexe obHapyxuBaloTcs cOalaHCHUPOBAaHHBIE
aHOMAJTMM, TIPEUMYIIECTBEHHO TPaHCIOKAIMU
¢ BoejeueHueM 5q32-33. K ux yuciy oTHOCUTCSE

t(3;5)(q25;q34), couertarorasicst ¢ MyJITUIIMHEH-
HOW TUCIUTa3Meli M BCTpeYaroasicsl perMyIiec-
TBEHHO B MOJIOTIOM BO3pacte, 1 psim npyrux. [pu
ycTaHoBjIeHUU auarHoza OMJI ¢ uameHeHUsIMH,
CBSI3AHHBIMU C MUEJIOMMCIUIA3MEH, HEJIb3s1 OCHO-
BBIBATHCSI HA TAKUX IOTIOJTHUTESIbHBIX KPUTEPUSIX,
kak t(11;16)(q23;p13.3) m t(3;2)(q26.2;q22.1), xo-
TOpbIe YacTo onpeaesiorcst ipu OMJI, pa3BuBa-
tomeMcst Ha (hoHe TPe/IIeCcTBYIOIIEH Teparuu.
B paccmarpuBaemMyio TpyIIy He BXOIAT Tak-
xe OMJl ¢ mnpusHakamMM MMEIOOUCILIA-
sun ¢ inv(3)(q21926.2), t(3;3)(q21;q26.2) v
1(6;9)(p23;q34), xoTOpBIE B HACTOSIIIEE BPEMS
paccMaTpUBAIOTCS B KAUECTBE CAMOCTOSTETBHOM
Hozostornyeckoii opmbl — OMJI ¢ moBTOpSIIO-
LIAMHUCS TeHETUYECKUMU aHoMausiMu. [larm-
€HTBbI, paHee He IOABEepPraBIIMeCsS Tepanuu
1 B KJIETKaX KOTOPBIX OTPENETISIOTCS Crienudu-
yeckue nepectpoiiku 11923 ¢ t(11;16)(q23;p13.3)
nt(2;11)(p21;q23), Takxke NOLKHBI ObITH BKITIOUE-
HBI B 9Ty roarpyty. Y 6onbHbx OMJI ¢ MysibTu-
JIMHEWHOM AMCIUIa3uell 1 HOPMaIbHBIM Kapuo-
TUIIOM BaXXHOE TPOTHOCTHYECKOE 3HAUeHUE
MOXET WUMEeTh MHMOpMalusi 0 MYTallMOHHOM
craryce reHoB NPM 1, CEBPAw FLT3.

AmcbchepeHupmarbhas AuarHocTuka
1 TEPMUHOAOTUSI

HuddepeHtmanbHas quardoctuka OMIT ¢ uz-
MEHEHMSIMU, CBSI3AHHBIMU C MUEJIOAMCILIA3MEN,
TPOBOIUTCS C pedpaKTepHOI aHeMUEl ¢ U30bIT-
KOM 0J1aCTOB, OCTPHIM Merakapruo01acTHBIM Jieli-
Ko3oM 1 OMJI, BXoASIIIMMHU B KaTerOpUIo Hecrie-
LM(UIPOBAHHBIX MTHBIM 00pa3oM. TinaTe/TbHEbII
TIOJICYET KOJTMUeCTBa OJIACTHBIX KJIETOK, OCOOEH-
HO KOIJa MX comepxkaHue He mocturaer 20%, u
HCIOJIb30BaHME YETKUX MOP(OIOTMYECKUX KPH-
TepueB AUCTLIa3uK, cBsi3aHHbIX ¢ MJIC, crioco6-
CTBYIOT BepU(DUKaIUM IMarHO3a.

Huarno3 OMJI ¢ muenoauciiasueii OCHOBbI-
BaeTCsl Ha y4yeTe pasIMyHbIX (hPaKTOPOB, UIPato-
1IMX pojib B matoreHese 3aboneBaHus. He mc-
KJTIOUEHO, UTO MPU JaTbHEUIIIEM U3YYEHUH MOTYT
OBITh BbISIBJIEHbI OCOOEHHOCTH TEUEHHSI M1aTOJIO0-
TMYECKOro TIpoliecca TIPU pa3HbIX TOATHUIIAX
nanHoi hopmbl OMJL. C yaeToM 3TOro peKoMeH-
JyeTcsi 0oJiee TOUHas U pacIIipeHHas (hopMyJIH-
poBKa nuarHosa. Hampumep, eciu auarHos
OCHOBBIBAETCSl TOJBKO Ha MOP(MOIOrHYECKUX
TPU3HAKAX, OH MOXKET OBITH ciiemyrommmm: «OMJI
C U3MEHEHUSIMU, CBSI3aHHBIMU C MUEJIOIUCILIA-
3uedl (MyJBTUIMHENHOW aucrutasueit)». [lpu
OMUJI, BO3HHMKIIIEM M3 paHee MMarHOCTMPOBAH-
Horo MJIC, rmpu KOTOpOM B MOMEHT BepHrhrKa-
LMY JieliKo3a He ObUIM MAEHTU(UIIMPOBAHBI
MPU3HAKM JTUCILIa3UM, 3aKJIIOUCHHE JOJDKHO
ObITh TakuM: «OMJI ¢ 13MeHEeHUSIMU, CBSI3aHHBI-
MU C MUEJIOAMCITIA3MeN (ITOcse MpeiecTByIo-
mero MIC)». B ciyyae mpealiecTBYIOIIETO
MJIC, Hamuuusi QUCTUTACTUYECKUX U3MEHEHUI
B MOMEHT YCTaHOBJIEHUS IMarH03a ¥ MOHOCOMUM
7 (bopMyIMpOBKa 3aKIIOUYEHUS TOJDKHA OBITh Ta-
Koii: «OMJI ¢ u3MeHeHUSIMU, CBSI3aHHBIMU C MU~
enoaMcIuiasueir  (mocjae  TMpeIiecTBYOIIEro
MJIC, ¢ accoummpoBanabiMu ¢ MIC miutoreHe-
TUYECKMUMU aHOMAIMSIMU W MYJIBTWJIMHEWHOM
nucrasueit)». [1py BbIsIBIeHUU MyTallii TeHOB
NPM1, CEBPA v/unu FLT3 310 TakxXe NOKHO
HaliTW oTpaxeHWe B auarHose. Hampumep,
«OMIJI ¢ n3MeHEeHNSIMU, CBSI3aHHBIMM C MUEJIO-
nucIuiaziei  (MyJIbTUIMHEMHON IuCIuia3ueit)
u mytatssMu NPM 1».

Mporxo3

VY o6ompHbIx OMJI ¢ mpu3HAKaMy MUETOON-
CIJIa31UM MPOTHO3, KaK TPaBUJIO, XY:Ke, YeM TIpU
npyrux dopmax 3adoseBaHus. MeHee arpeccus-
HOE KJIIMHUYECKOe TeYeHe OTMEYAETCS] Y MallieH-
ToB ¢ TipemectBytomM MJIC 1 OTHOCUTETBHO
HU3KKM cofiepxKaHneM 6J1acTOB B KOCTHOM MO3Te
1 niepudeprieckoit Kposu. OcobOro BHUMAHMS
TpeOyIOT OOJIbHBIE C MPEIIIECTBYIOIINM Pa3BU-
o OMJI MIC u conmepskaHyeM OIaCTHBIX KJle-
TOK B KOCTHOM Mo3re B nipefenax 20-29%, koTo-
pbie B @AB-kiaccuuKaimy BXOIWIN B TPYIITY
PAWB. Onu, kak u 6oabHbie OMJI ¢ Muenonu-
cIUiasuei u comepxkanueM 6actoB Hinke 20%,
HYXAQIOTCSl B TIOCTOSIHHOM MOP(}OIOrnyecKoM
MOHUTOPWHTE JUISl yCTAHOBJICHUSI MOMEHTA Tiepe-
xona B OMJL.

[Mpumensionumiicss Mpu OIEHKE TPOrHO3a
MYJITUBAPUAHTHBIN aHAIU3 BKJIIOYAET Takxke
OLICHKY PE3YJIBTaTOB IIMTOT€HETUYECKUX UCCIIEI0-
BaHMiA. B cirydae oTCyTCTBUS IIMTOTEHETMIECKUX
AHOMAJIMIA TIOJIE3HBIM MOXKET OBITh UCTIOIb30Ba-
Hue FISH-MeTona 1ist BhIsSIBIEHHST MyTaLMii re-
HoB NPM 1w FLT3.

MI]BIII]II!]HI:IE HI]Bllllﬁ|]i13I]BﬂHIIﬂ, CBA3dHHbIE
¢ mepanueii

Kareropus 3a0oeBaHmii, BKIIOUAOLIast CBSI-
3aHHbIe ¢ Teparueit OMJI (t-OMJT), muenoauc-
racTuueckuit cunapom (t-M/1C) u muenonuc-
TUIaCTHYECKIe,/ MUEIONPOT(bepaTHBHbIE HOBO-
obpazoBanus (t-MIAC/MIITH). Boznukaror kax
TIO3HME OCIOXHEHMST MOCTIe IIMTOTOKCUYECKOM
XUMUOTEPATTUM 1/ WJTH JTy4eBOi Teparuu, pumMe-
HSBIIEICS y GOJBHBIX C OIYXOJISIMU M HEOHKOJIO-
I'MYECKMMU 320071eBaHUSIMU.

BorbHbIe 310if Kateropuu coctarystoT 10-20%
Bcex napeHToB ¢ OMJI, MJIC u MIC/MITH.
IMopaxarotcst Bce BO3pacTHbIE IPYITIHL PrcK Bo3-
HUKHOBEHUSI MUETOMAHBIX HOBOOOpPA30BaHMIA,
ACCOLMMPOBAHHBIX C IEHCTBUEM ATKMIUPYIOIINX
TIpernaparoB 1 JIydeBOI Teparuu, yBeIMInBaeTcsl
¢ BospactoM. [lpu meiicTBUM WHTUOUTOPOB
TororzoMepasbl 11 momoOHOI B3aMMOCBS3U HE
OTMEYaeTcsl.

Cpenu areHTOB, CIIOCOOHBIX TIPUBECTH K pa3-
BUTHIO CBSI3AHHBIX C Teparnyieii reMo01acTo30B, -
ANKWIHMPYIONIYE TperapaThl (MesdanaH, LIMKIOo-
dochamuz, xaopamOyLm, OycyibbaH, Kapoo-
TUTaTWH, IMCTUIATHH, TaKapOa3uH, MpoKapOasyH,
mutoMuLIMH C, THOTENa, JOMYCTHUH M JIp.), MHTY-
outopsl TorousoMepasbl 11 (3Tomosun, mokco-
PYOUIIMH, MUTOKCAHTPOH, aKTHHOMMIIVH), aHTH-
MeTabonThI (TUOMYpPUHBI, (Pi1ynapabuH), Ipyrue
Tnpernaparbl — BAHKPUCTHH, BUHOMACTHH, THAPO-
KCUMOUeBMHa, L-acniaparntasza, reMornoatuyec-
K1e (haKTOpbl pOCTa, paaroaKTUBHBIE U30TOITBI.

[MpemaraemMplii HOpMaJTbHBINA aHATOT TPaHC-
(hopMUPOBAHHBIX KJIETOK — TeMOMO3THYECKast
CTBOJIOBAsI KJIETKa.

[Tonaratot, yto CBsI3aHHBIE C Teparueld HOBO-
00pa30BaHMsI BOSHUKAIOT BCJICACTBUE MYTAIIHIA,
WHAYLIMPOBAHHBIX LIUTOTOKCUYECKON Teparuein
B KJIETKAX-MHULLEHSX Y TALMEHTOB C OHKOTeMarTo-
JIOTUYECKUMU 3a00J1€BaHUSIMU, Y OOJIBHBIX C CO-
JIMTHBIMHU OrTyxossiMi. Cperiv 5Toi KaTeropyu 3a-
6oneBimx 5-10% cOCTaBISIIOT HEOHKOJIOTHYEC-
Kue OOJIbHBIE, MOyYaBIIME LIMTOCTATUYECKUE
niperaparbl. Y OonbinuHeTBa O0MbHBIX t-OMJI,
t-MAC u t-MJIC/MIIH BosHuKaioT uepe3
5-10 7ner mocie BO3AEHCTBUS AJKWIUPYIOIIMX
TIpernaparoB W/Wid MOHU3MPYIOLIEH paaualiuu.
[Mocte BIMSHYS aTeHTOB, B3aMMOIEHCTBYIONIHMX
¢ JIHK-Ttononzomepazoii 11, paccmarpuBaemble
3a00J1eBaHMsI Pa3BUBAIOTCS MOCIE OoJiee KOPOT-
KOTo JiaTeHTHOro repuoza (1-5 sier).

Knunuueckue miposisieHusi, Mopdosoruyec-
KW U IITOTeHETIeCKIE TIPU3HAKK YacTO CBSI3a-
HBI C Teparnueit, KOTOpyIo O0JIbHbIE TOTyJaIu pa-
Hee. XOTs B MPAKTUYECKON OHKOJIOTMHM MHOTHUE
TIAIEHTHI TIOBEPTAIOTCS TIOMMXUMHUOTEPAITHH,
BKJTIOUAIOIIIel 00a Klacca areHTa, 1 HepeiKo Jy-
YEeBOK Teparvu.

Mopdbonorus

B GonbimHeTBe ciydaeB t-OMJI/t-MJIC ac-
COLIMUPYETCS C MYJIBTWIMHEHHON AUCILIA3UEH.
IMpn 1MTOreHEeTMYECKOM aHAM3e BBISBIISIOTCS
AHOMAJTMM XPOMOCOM S U/WK 7 MO0 CIIOXHbBIE
M3MeHeHust kKaprotura. [1pu uccnemnoBaHnu re-
pricheprIecKOil KpOBH OTIPENENISIOTCS TIPU3HAKK
TPOMOOLIMTONIEHNY U JIEMKOTIEH!H, MHOT/IA TTaH-
nurtoneHuu. Kak npaBuio, BbISIBISIETCS] aHEMUS,
SPUTPOLIUTHI  XapaKTEePU3YIOTCSl MpU3HAKAMU
MaKpOIMTO3a 1 TIOMKITONUTO3a. JIrcTacTidec-
Kue M3MEHEHUs B HelTpoduiax MposiBisioTcs
B aHOMAJIbHOM I0OJTbYATOCTH sifiep (TUTMOCerMeHTa-
LIMU), TUITOTPAHYJISUUKM IIUTOTUIA3Mbl KJIETOK.
Yacto oTmeyaeTcsl MOBBIIIEHHOE KOJMYECTBO
0a3o¢uoB. KocTHBII MO3r MOXKET OBbITh THIIEP-,
HOPMO- WM TUIOKJIETOUHbIM. B 15% ciydyaes
B TMCTOJIOTMYECKUX MTperaparax TpernaHoorornTa-
TOB KOCTHOTO MO3Ta 0OHAPYKUBAIOTCSI TPU3HAKK
(ubposza. Y OOJbLUIMHCTBA OOJBHBIX HapsiLy
C IMCTPaHYJIOLIMTON0230M HAOIONAIOTCS TIPOSIB-
JIEHUSI AUCOpUTPOIoa3a. Y 60% maumeHToB 0OHa-
PYXMBAIOTCSI KOJBLIEBBIE CUAEPOOIAcThI. B HeKo-
TOPBIX CITyJastx OHU COCTaBIIsIOT Gostee 15% Beex
SIPOCOIEPIKAIIIMX SPUTPOMIHBIX KieToK. Orpe-
JeISIeTCsT BAPbHMPYIOIIee KOMMIECTBO MeTaKapro-
LIUTOB, B TOM YKCJIe C MOHO- WJIM TUTIONOIbYATBI-
MU sapamu. Takxke BapbMpyeT cojepikaHue
G1acTHBIX KIeTOK Y 50% OOJBHBIX, KOTOpbIE
BBISIBIISIIOTCSL B MUEJTOIMCITIACTIYECKOI (hase;
B KOCTHOM MO3Te orpesessieTcst Menee 5% Omac-
TOB. Y OOJbHBIX C MUETOAUCILIA3UEH U 1UTO-
MEHHE B 3aBUCUMOCTH OT MOP(MOIOTMYECKUX
TIPOSIBIEHMIA 1 YKcIia 61aCTOB MOXET OBbITh BEpH-
urmponan t-M/1C i t-OMJI. OnHako noao0-
Has cyOKJ1accu(uKalusl He UMEET CYLIECTBEHHO-
ro KiaMHudeckoro 3HaueHus1. B 20-30% ciyuaes,
B OCHOBHOM IIOCJIe Teparnuu WHIMOUTOpaMU

tororzomepassl 11, OMJI pazBuBaetcs 6e3 mpe-
HiecTByowIei hasbl MUETOAMCITIA3ZUH.

[To LuToMopdonornyeckum nprusHakam 00Jb-
mHcTBo OMJI, CBS3aHHBIX ¢ paHee MPOBEACH-
HOW Teparueii, OTHOCSTCSI K KaTeropuu OCTPbIX
MOHOOJIACTHBIX MJIM MUETOMOHOOIACTHBIX JIeii-
KO30B, MHOTI/IA C HATMYKEM OJIACTOB C MpU3HaKa-
MU TpaHyJIouTapHoil muddepeHmpoBku. Bo
MHOTHX CJTydasix ¢ y4eTroM Mopdosoruu onact-
HBIX KJIETOK M LIMTOTEHETUYECKUX HapyLIEHWii
OHU TION00HBI paznuHbIM roaTunamM OMJI ¢ pe-
KyPPEHTHBIMU ITUTOTEHETUYECKUMM aHOMAJTHSI-
mu. [pu qrarnoctuke OMJI, cBSI3aHHBIX C Tepa-
MEBTUYECKUMU BO3IEUCTBUSIMHU, €CIIU TIPOBOIM-
JIUCh 1IMTOTCHETUYECKUE WM MOJIEKYJISIPHO-
TeHETUYECKKE MCCIIeIOBaHMS, CIIEyeT YKa3bIBaTh
V1 TUIT BBISIBTICHHBIX aHOMaJIHIA, Harpumep, t-OMJ1
¢ t(9;11)(p21;q23). B ar10ii rpynme mMoryt BCTpe-
YaThCsl ¥ OCTpbIC JTMMDOOIACTHBIE JICKO3bI, KaK
TIpaBUJIO, accolimupoBaHHbie ¢ t(4;11)(q21;q23).

MmmyHodbeHoTHN

Mpu  t-OMJI/MIC wm  t-OMJI/
t-M/1IC/MIITH He oOHapyXuBaeTCst KAKUX-T100
creupuIecKux MMMYHO(DEHOTUTTMYECKUX
ocobeHHOCTel. Pe3ynbratsl McciIeqoBaHMIA M-
MyHO(EHOTHIA B OOJBIIIEH CTETIEHN OTPaXaloT
MIPUCYLIYI0 UM MOP(OJIOTMYECKYIO TeTepOreH-
HOCTb 1 TIONOOHBI KX COOTBETCTBYIOIIMM aHAJIO-
ram — rioarunamM OMJI, BO3HUKAIOIIUM de novo.
Ha Gmacrax, Kak TpaBWJIO, SKCIPECCUPYIOTCS
antured CD34 1 maHMuenouaHble aHTUTEHbI —
CD13 u CD33. Yacto HabmonaeTcst abeppaHTHasT
akcrpeccust antureHa CD56 u/vim Mapkepa, ac-
COLIMMPOBAHHOTO C TMM(OUTHBIMU KITETKAMU, —
antureda CD7. XapakTep 5KCIpeccuy aHTUTEHOB
Ha MOBEPXHOCTHBIX MEMOpaHaX He3peJTbIX MUEJIO-
WIHBIX KJIETOK MOKET OTJIMYATHCS OT HaOJII01a10-
IIEr0oCcsl HA MUEJIOWIHBIX KJIETKaX B HOPME B IPO-
necce ux cospeBaHusl. OCOOEHHO 3TO Kacaercst
KJIETOK HEUTPO(DUIILHOTO psizia.

leHeTHKa

AHOMaJIbHBIN KapUOTHUIT 0OHAPYKMBAETCsI 00-
nee yeM y 90% GombHbIX ¢ t-OMJI/ t-MC. Yac-
TO OTMEYAETCS] KOPPEJISILIUST LIMTOTEHETUYECKUX
AHOMAJIMI cO BpeMeHeM Havasia MpeiecTBYo-
11Ieii Tepanuy 1 JaTeHTHBIM MEPUOIIOM PA3BUTHS
OMUI. IToutn y 70% manieHTOoB BhISIBISIIOTCS He-
cOaTaHCHpPOBaHHbBIE AHOMAJTMM XPOMOCOM, TJIaB-
HBIM 00pa3oM TOJMHAsl WM YacTWYHas yTpara
XPOMOCOM 5 U/WIK 7, 4acTO COUETAIOILASICS C Of1-
HOU WM 6oJiee TOTMOTHUTEIbHBIMU aHOMAJIHSI-
mu, Hanipumep del (13q), del (20q), del (11q), del
(3p), -17, -18, -21, +8. D11 U3MEeHEHNUS OOBIYHO
ACCOLIMUPYIOTCS C IIUTETbHBIM JIATEHTHBIM Te-
PHMOIIOM, TIPEAIIECTBYIOIIUM Pa3BUTHIO (Da3bl
muentonucriazuu uim t-OMJI ¢ mucractuyec-
KHMU TIpU3HAKaMM, TI0CJIe TIPUMEHEHNST aJTKTH -
PYIOLIMX MpernapaToB /WK JIy4eBOii Teparuu.
YV ocrampHbix 20-30% OGONBHBIX OOGHAPYXU-
BaloTCs  CcOATAHCMPOBAHHBIC TPAHCIOKAIIH
XPOMOCOM C yd4acTueM IepecTpoek 11q23-
t(9;11)(p22;923) m t(11;19)(q23;p13), mepectpoek
21q22-1(8;21)(q22;q22) u (3;21)(q26.2;q22.1).
OTMevaloTcsl U Opyrue aHOMauu, TakKue Kak
t(15;17)(q22;q12) u inv(16)(p13.1q22). Coanan-
CHPOBaHHbBIE TPAHCJIOKALMK OOBIYHO COYETAOT-
€Sl C KOPOTKUM JIATEHTHBIM MEPUOIOM U Pa3BU-
tuem OMJI 6e3 peniecTByomieii (ha3bl MUAEIO-
JIMCTUIA3UK TOCIIe Tepariii MTHTMOUTOPaMH TOTIO-
nzomepassbl 1.

lMporHo3
[Mpornoz mpu t-OMJI/t-MIC u t-OMJI/
t-MIC/MITH, xak rpaBuio, HeGJIarOIPUSITHBIIA.
B 3HauMTe/IbHOIA CTETIEHN OH OTpEEISIeTCs] Kak
COOTBETCTBYIOIIMMU KAPUOTUTTMYECKUMHU aHO-
MaJIMSIMU, TaK U BIMSTHUEM paHee BBISIBIEHHOTO
3/I0KaYeCTBEHHOTO HOBOOOPA30BaHMs UK 3a00-
JICBAHUSI, B CBSI3M C KOTOPBIM M ITPOBOAMIIACH 1IN~
TOTOKCHYecKast Teparusi. B 11eom S-neTHsis Bbi-
JKMBaeMOCTb cocTapysieT MeHee 10%. Y 60mbHBIX
C aHOMAJTUSIMU XPOMOCOM 5 1/WH 7 U CJIOKHBIMU
HapyLICHUSIMU KapyuOTHIIA HE3aBUCUMO OT TOTO,
JIMArHOCTUPYETCST JIN Y HUX OCTPBIiA JIeKO3 M
t-MJIC, BBDKMBaeMOCTb He IPEBBIIIAET OTHOIO
roza. B ommuue ot 6016HpIX MIC, pa3BUBLIMM-
cs de novo, IPOLIEHT OJIACTOB HE OKa3bIBaCT BIIMSI-
HUS Ha KIIMHIYECKOE TeUeHHe 3a001eBaHus. Y T1a-
LIMEHTOB CO COANaHCHPOBAHHBIMU TPAHCJIOKAIIM-
SIMM TIPOTHO3 JIy4llle, OJHAKO, 32 UCKITIOUEHUEM
6ombHBIX ¢ t(15;17)(22;q12) m inv(16)(p13.122)
i t(16;16)(p13.1;q22), cpeaHme CpOKY BbIKMBA-
emoctu Kopoue, 4yeM ripu M/IC de novo ¢ Takumu
K€ aHOMAJTUSIMU KapUOTHIIA.
Q
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