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IFNa 66110 3HaUnTENbHO CHIDKEHO (101 1 104 6anoB pu Makcu-
MaJIbHO BO3MOXKHBIX 176 6amnax o onpocuuky FACT-LEU). 3Ha-
YUMOE YITy4IlICHUE KauecTBa Ku3HU Ha Qone Tepanuu [FNa B Te-
YEHHUE BCETro NepHo/ia HaOIIOACHHS ITOJyYEHO 3a CYET MTOBBILICHUS
SMOIMOHAILHOTO ONaronoiy4usi OOJNBHBIX W JIOTIOJHUTEIBHBIX
nokasatesieil (yIydlieHne HaCTPOESHHsI, HOBBIIIEHHE ITOJI0KUTEIb-
HBIX 3MOLM Yy MAllMEHTOB, CHI)KEHHUE YyBCTBA TPEBOTH, MEHbIIIE

CTajM OECIIOKOUTH CUMIITOMBI 3a00JIEBaHUs, TaKHE KaK cl1aboCTh,
YTOMJISIEMOCTB; YITydIIeHHEe PAO0TOCIIOCOOHOCTH).

3akntouenue. KauecTBo KU3HU IPHU UTOCTATUIECKON Tepa-
[TUH YIY9IIaeTCs B EPBbIe 6 MeC JICUCHHs, OCTaBasCh HA yPOBHE
riato uepes 2 u 4 roga HaOroAeHus. KauecTBo K1U3HU OOJTBHBIX
MePBUYHBIM MUEIOPHOPo30M BhIiie Tipu Teparuu [FNa, yeM npu
LUTOCTAaTUYECKOM BO3/ICHCTBHH.

nyTI/I COBepPLUIEeHCTBOBaHNA Tepannun nepBquoiil IIIMMVHHOI'/'I TpOM60I.WITOI'IEHIIII/I
J1.T. Koanesa, E./. MycTtoBasn, T./. CadoHoBa, E.H. Konocosa
OIBY lemaTtonornyeckunin HayuHblii LLeHTp MrH3gpaBcoLlpa3suTma Poccun

Bgeoenue. O6001meH 23-netnuii onsIT Jiedenus 6onee 1000
B3pocibix OonmbHBIX WUTII ¢ nenbto ycraHoBieHust 3(pdexTus-
HOCTH COBPEMEHHBIX METOJIOB JICUCHHSI, OIPEICICHUS TPEUMY-
[IECTBEHHBIX MOKA3aHUN K UX MPUMEHEHHUIO U XapaKTePHCTHKH
NIePCTIEKTUBHBIX HANPaBICHUH Teparuu 3Toro 3aboneBanus. I[1o-
KazaHueM K Hadany teparnun UTII cirykuT TompKo HaIUIUe BBI-
PaXKEHHOTO reMOpParuueckoro CHHAPOMa Ha KOXKE M CIU3UCTBIX
1 Pa3IMYHOTO POAA KPOBOTEUSHHUS ITPU TPOMOOIIUTONICHUH HIKE
10-30 x 10°/1 ¢ yuetom Bo3pacra. [Tocite ycTaHOBJIEHHS THATHO-
3a B Teparuu HyKAal0TCs TOIbKO 78% OONIbHBIX.

Mamepuanst u memoodst. I'moxoxkoprukocrepousl (I'KC) —
Tepanuio 1-it uHuKM — nonydanu 99% OONBHBIX, MOIICKAIIX
neyenuto. TakTuka Ha3HaueHus: 1 Mr/1 Kr Macchl Tella B TeYCHUE
2-3 Hen ¢ mOoCeAyIoIe MoCTeNeHHOW OTMEHOH, HE3aBUCHUMO OT
sddekTa, Tak Kak 3a 3TO BpeMs KyIMUPYEeTCs TeMOpparuieCcKui
CHUHJIPOM TIOYTH y Bcex OoNbHBIX. Pemuccun nosmydensr y 71%
OOJIBHBIX, OAHAKO TUTEILHOCTD 00JIee 5 JeT COXPaHsIach TOMb-
ko y 14% u3 Hux. Knunuueckuii orser peructpuponas y 10%.
IMepBuuno pesucrentsM k I'KC nanuentam (19%) u aunam, mo
YPTEeHTHBIM HJIH CIIELHATbHBIM MOKa3aHHUSM (HEOOXOAUMOCTD XU~
PYPIrUYECKOTO BMENIaTeIbCTBa, 0EPEMEHHOCTD H POJIBI, IPOTHBO-
nokazanus a1 ['KC) — (12%), npoBoauinu nedyeHre BHYTPHBEH-
HeIMH IMMYHODToOyHaMu (BUT). ITonnast pemuccus —y 29%,
HenosHas — y 39%, KIMHUYECKU OTBET 0e3 MOBBILICHUS YPOBHS
TpoMOoUTOB — y 18%, oTcyTCcTBUE CTaOMIBbHOTO 3 dekra B Te-
gyenue 1 mec —y 14%. dnurensHocts ddexra BUI okazanach
Hu3Kkoi — 6osiee 1 roga Bcero y 27% 06onbHBIX. Y OOJBIIMHCTBA
MALUEHTOB B CPEHEM uepe3 6—8 Mec NPUXOIMIOCH IEPEXOAUTh

K JpyruM Bujaam tepanuu. CruieHaKToMuUs — 2-i JINHUS Tepanuu
WTII ocraercs Hanbonee 3hheKTUBHBIM MeToA0M JieueHus: 80%
PEMUCCHIA, U3 HUX JIHTENBHOCTBIO Oosee 5 yet y 32%. [Mocr-
CIUICHIKTOMHUYECKAs MMOBBIIIEHHAS HAKIIOHHOCTh K MHQEKIHSIM
3200JICBaHUSIM TUKTYET HEOOXOMUMOCTh BaKLMHALNH.
Pezynomamut u o6cysicoenue. 7-eTHUI OTBIT U3YIEHHS Kpa-
TKOCPOYHOH M JOJATOBPEMEHHOH Tepamuu peBosieiigom (Tabier-
KH) 1 SHIUIEHTOM (pacTBOP IS MOJIKO’KHOTO BBEJCHHUS) 66 00Ib-
HbIX (54 1 12 COOTBETCTBEHHO) MPOJEMOHCTPHPOBAI BEICOKYIO
(80—86%) apdexruBHOCTH aroHrcTOoB TpombOomnostuna (ATIIO)
JUISL JICUCHHS] PE3UCTEHTHBIX K Tepanuu 1-2-it muuuit popm UTII.
Ipenapatsl myTeM aKTHBU3aIUH TPOMOOILIMTOII0932 00ECIIeIHBa-
0T JI0303aBHCUMOE YBEIMYCHUE COIEPIKaHUsI TPOMOOLIUTOB yxKe
K 15-my nHto Tepanun y 81% nponeuenssix auu. ITonoxurens-
HBI OTBET Ha JICUCHUE MO3BOJIMI Y BCEX OONBHBIX MOIHOCTHIO
OTMEHUTH AJITEPHATHBHOE JICUCHUE U JaXKE JOCTUTHYTh PEMHUC-
cuil. Y 3 HamMX MalyueHTOB [UIUTEIHHOCTh PEMHUCCUN COCTABIISI-
er or 8 mec 10 3,5 meT. ITobounble AEHCTBUS B BHIE TOJOBHOMN
6oun, Ha30(apUHTUTA ¥ YyBCTBO YCTAJIOCTH Y DHIUICHTA U B BULC
rernaToOMIMapHBIX COOBITHI C1a0OH CTENEeHU BBIPAKCHHOCTH,
MOSIBJICHUST Oellka B MO4Ye, WHOIZA KPEaTHHEMHH Y peBolieiaa
ObUIM KJIMHUYECKH He3HAYMMBIMH, U JIMIIb Y 3 U3 BCeX OOJBHBIX
HOCITYXHUIM IPHYMHON MpephIBaHKs IIpreMa npernapara.
3axntouenue. T HOBBIE NIPENAPATHI y MAIMEHTOB C TSDKE-
abMU 1 pedpakTepabiMu popmamu UTII cnocobcTByIOT HOpMa-
JM3aIMM KaueCTBA YKM3HHU, BOCCTAHOBJICHHUIO MX MEIMKO-COLH-
AJIILHOTO CTaTyCa, CHATHIO YTPO3bI TSHKEIIBIX ONMACHBIX JUIS )KU3HU
KpOBOTEUEHUH, YTO U siBisieTcs 1enbto tepanuu UTIL.
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Beeoenue. B HacTosilliee BpeMsi microarray TEXHOJOTHH Ha-
XOJISAT MPUMEHEHHUE B Pa3INUHBIX O0NACTAX MPAKTHYESCKON MeTU-
IIUHBI. B YaCTHOCTHU, B OHKOI'€MaTOJIOIK1 }laHHbIﬁ MCTO/ ITO3BO-
JISIET OXHOMOMEHTHO BBISBIISITH IIMPOKHH CIIEKTP KIMHUYECKH
3HAYMMBIX TEHETHUECKUX aHOMAHUHT JUIsl OTPECIeH s IIPOrHO3a
U TaKTHKH JieueHHs mauueHtoB ¢ remobnacro3amu (I'B). Lens
HAIIETO MCCIIEIOBAHMS — C TIOMOIIBIO METO/Ia TeHOUUITHPOBAHHS
OIpeICUTh HauboJee XapaKTepHbIe MPOPUIN IKCIPECCUU XH-
MEPHBIX TeHOB Y OOJIBHBIX O1aCTHBIMH (hOpPMaMU reMO0IaCTO30B.

Mamepuanst u memoowvt. Ha 6asze I'oponackoro remaroio-
rudeckoro neHrpa HoBocuOupcka obcnenoBano 47 malueHTOB
¢ OnactabiMu (popmamu ['B: 38 GONbHBIX OCTpBIM MHEI00IACT-
HbIM Jieliko3oM (OMUJI), 9 — ocTpbiM JTM(OOIACTHBIM JICHKO30M
(OJII). Cpenuuii Bo3pact OombHBIX cocTtaBumi 48 + 26,3 ner.
Bcee IMAalMCHTBI C BIICPBBLIC BbLIABJICHHBIM 3a6OJ'ICBaHI/ICM 6]:IJ'II/I
pasnmeneHsl Ha JABE NPOTHOCTHYECKHE Trpymmnbl. Kpurepusmu
BKJIFOUCHHS B TPYIITYy HEONAronpHsTHOTO MPOrHO3a OBUTH: BO3-
pact (aust OMJI crapue 60, s OJUJI crapume 15 ner), Hanu-
qHe MHO)KECTBEHHBIX XPOMOCOMHBIX aOeppauuii (B TOM 4Hcie
Ph-nosutuBnbiit OJUI), Hanuuue neviponelikemun (quis OJIJD),
runepieiikorutos (6omnee 30 x 10%/m). Takum o6pa3om, B rpyIImy
¢ OmaronpusATHEIM IporHo3oM Bounin 18 (38,3%), ¢ Hebmaronpu-
SITHBIM ITPOTHO30M — 29 (61,7%). B 06eux rpymnmax ¢ moMouiso
MEeTo/la TeHOYMITNpoBaHus aHanu3 96 oopasnoB PHK koctHOTO
Mo3ra u nepudepudeckoit KpoBu. Mcmnoab30Bail TeCT-CUCTEMbI
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(Marpuunbie Monekynsipabie Ouounmbl) "JIK-BMOYUIIT" paspa-
0oTaHHbIE B UHCTUTYTE MOJEKY/IIpHON Ouosnoruu um. B.A. On-
reiaprapara PAH (Mocksa). Ha noBepxHOCTH OMOYMIIOB ObLIM
NMMOOMITM3UPOBAHEl  ONMTOHYKICOTH/BI, KOMIUIEMEHTAPHBIC
yuacTkaM HocnenosarensbHocTedt Marpuunoil PHK, skcmpec-
cupyromux xumepHsie reabl AML/ETO, E2A/PBX, BCR/ABL,
PML/RARA, CBFB/MYH11, TEL/AML, MLL (061mit), mosBisto-
Mecs Kak pe3ysbTaT XpoMOCOMHBIX abeppauuii t(8;21), t(1;19),
t(9;22), t(15;17), inv16, t(12;21). [Tony4eHHble 1aHHBIE 00 JKC-
MIPECCHH YKa3aHHBIX TEHOB COMOCTABIUIN C 3((PEKTHBHOCTHIO
[IPOrpaMMHOH MOIUXUMHOTEPAIUY U IPOTHO30M 3a00JI€BAHYSL.
Pezynemamut u oocyscoenue. I eneTnieckre MyTaluH B KIET-
Kax KOCTHOTO MO3ra M TepH(EpHIecKOd KPOBH OBLTH BBIABICHEI
B 00eux IpyImax: B IpyIIe HeOIaronpusTHOro mporsHosa y 20
(42,5%) 6onbHbIX, 13 HUX Y 16 (80%) GOIBHBIX ynaaoch 10OUTHCS
pemuccnu Ha (hpoHe TPOBOANMOM XUMHIOTEPAMHH, B TPyTIIe ¢ Oaro-
IPUATHBIM [IPOTHO30M MyTaluu BbisaBIeHbL Y 9 (19,1%), u3 HUX y
8 (88%) monyuena monHas pemuccus. B rpymnne 61aronpusTHOro
TIPOTHO3a HAaHOOJIee YacTO BCTPEUATNCh ONMHOYHBIE XPOMOCOM-
Hble abeppaliuy, IPUBOIALIME K IOBBILIEHHONH SKCIPECCUU XUMEP-
HbIX TeHOB — AML/ETO (y 8 60ombabix OMJT) u MLL (y 1 — OJIJI).
B rpyririe 60bHBIX ¢ HEONIArONPHUSTHBIM POTHO30M 3a00JICBaHMS,
B OTIMYUE OT IPEeAbLAYyLIeH rPyNbl, ¢ 4acToTol 22,5% OTMeueHo
HAJIMYME MHOKECTBEHHBIX T€HETHUECKHUX abeppaluii ¢ Haubolee
XapaKTepHbIM TPoQHIeM aHOMalbHBIX TeHoB: MLL, AML/ETO,



