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TOMEJbBCKOW OBJIACTH

Beeoenue

Octperit iumpobnacTablit eiiko3 (OJIJT) senseTcs Hanboiee pacpoCTpaHEHHOM 310~
KaueCTBEHHOH OIMyXOJIbIO JETCKOTO BO3pacTa, Ha JOJI0 KOoTopoil mpuxonutcs Oonee 90 %
BCeX JIEHK030B U 25 % omyxoJeBbIX 3a00seBaHMii B AeTckoM Bo3pacte [1, 2]. XapakrepHoii
0COOCHHOCTBIO SIBIISICTCS TAK HAa3bIBAEMBIM MJIAJICHYECKUI TUK — YBEJIUYCHHE 3a00JIeBaeMO-
ctu OJIJI o 75 Ha MJIH B roJ1 B Bo3pacTe oT 2 A0 5 jet. Yarie 3a001eBar0T MalbuuKu (COOT-
Homenue 1,6:1 mist B-nmuneiinoro u 4:1 qis T-nuneiinoro OJUJI). [Tomumo nona u Bo3pacta
cpenu axropoB pucka pazsutus OJIJ] y neteil BEIAETSIOT: BBICOKUH COIMATbHO-9KOHOMUYE-
CKHI CTaTyC pOIUTENICH, BHYTPHYTPOOHAS SKCIIO3UIIHS K PEHTT€HOBCKOMY OOIy4YeHHIO (JIH-
arHOCTHYECKOMY), JIydeBasi Tepanus, cuaapom JlayHa, HeiipodubpomaTos | tumna, cuHapom
biiyma, cungpom IlIBaxmana — JlaiiMonia, cuHapom HuliMereH, arakcusi-Te€IeaHrndKTa3us,
OoJbIIas Macca Tesa Mpyu POXKIECHUHU, €CTeCTBEHHOE BCkapMimBanue [2, 3]. CymecTBoBaHue
MHOKECTBA (DaKTOPOB, HAXOISAIINXCS B CIA00N acCOIMAIIMY C PUCKOM Pa3BUTHSI OCTPOTO JIeH-
K032, CBUJIETENILCTBYET B N0Jb3y Monenu OJIJI xak pesynbrara CI0KHOTO B3aUMOJEHCTBUS
NOJUMOP(HBIX TEHETUYECKUX CUCTEM U 3JIEMEHTOB OKPY>KaIOIIEei cpebl.

CoBpeMeHHbIE BO3MOXKHOCTHU TEpanuu MO3BOJIMIN CYIIECTBEHHO HM3MEHUThH IMPOTHO3
npu OJUJI: matunerHsst 6eccoObITHIIHAS BeDKMBaeMOCTh 3a 40 neT yBenuuuiachk ¢ 5 % 10
95 %. KitoueBbIMH KOMIIOHEHTAaMHU TAKOTO yCIieXa SIBUWJIKMCh HMCIOJb30BaHHE 3—4-KOMIIO-
HEHTHOW WHAYKIIMOHHOW Tepanuu (IMO3BOJISIET JOOUTHCS IOJHONH PEMHUCCUU MPAKTUICCKU
B 100 % cmyuaeB), npodunakruka nopaxkenuit [{HC, miurenbHast nogaepKuBaromias Tepa-
nusi. Jleaenne OJIJ] y nereii B PecriyOnuke bemapych mpoBoAUTCSt B COOTBETCTBUU C MIPOTO-
kosiom ALL-MB [4]. [Ipuuunsr HeOnaronpustHbix ucxonoB OJIJI y nmetelt, mpexae Bcero,
CBSI3aHBI C arPECCUBHBIM TEYEHUEM OITYXOJIEBOTO MPOIIecca WM pa3BUTHEM pedpakTepHOCTH
(MepBUYHON, BTOPUYHONU XMMHOPE3UCTEHTHOCTH OITyXOJIN ), & TAK)KE pa3BUBIIMMHUCS HA (OHE
JiedeHust OCIOKHEeHUAMU. OIHON U3 MPUYNH, CHIDKAIOLIUX O0IIYI0 0€CCOOBITUIHYIO BBIKH-
BAaE€MOCTb SBJISICTCS] pelUIUB 3a00ieBaHusl, (DaKTOPHI PUCKA KOTOPOTO SBISIOTCS MTPEIMETOM
MTOCTOSIHHOTO U3Y4YEHUSI.

Ilenw

OLEHUTH KIMHUKO-JIA00PATOPHBIE XapaKTEPUCTHKH PELIMIUBOB OCTPOro JumMpoodiact-
HOTO JIeiiKo3a y neteit ['omenbckoit odnactu.
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Mamepuan u memoowt uccieoosanus

[TpoBenen ananu3 3ad6oneBaemoctu OJIJI y nereit ' omenbckoil o0macTu B BO3pacTe OT
1 mecsma 1o 18 ser 3a nepuon ¢ 2003 mo 2023 rr. Beero o6cnenoBano 182 marnuenTa, Ha-
XOJIMBIIUXCS HA JICUEHUU B OHKOJIOTHYECKOM IeMaToIOTHYeCKOM OTAeNeHUH Juist aeteit ['Y
«PecnyOnukaHCKuil HayYHO-IPAKTUYECKUNA LEHTP paAHallMOHHOW MEOUIIMHBI M 3KOJIOTHUU
yenoBekay. Perunus OJIJI nuarnoctupoBaH Ha OCHOBaHUM OOHAPYKEHHSI OJIACTHBIX KJIETOK
B KOCTHOM Mo3re 6onee 25% (KOCTHO-MO3roBOM peluuB), 01acTOB B JIFOMOATbHOM MYHKTa-
T€ WIM B JIPYTHMX OpraHaxX W TKaHsAX (BHE KOCTHO-MO3roBoil peruaus). KomOuHUpOBaHHBIE
PELUINUBBI JUArHOCTUPOBAIKUCH MPU COYETAHUM JABYX M Oosiee MOpa>keHUI pa3iIuyHON JIo-
Kajau3anuu (Ipy HAJIMYUU SKCTPAMEIyISIPHOTO MOPaXEHUsI U YPOBHS OJACTHBIX KJIETOK B
KOCTHOM Mo3re 6onee 5%). [To3auuii penuauB ycTaHABIMBAJICS MPU BOSHUKHOBEHUU 4Yepe3
nojrosia v 0osee mociie OKOHYAHUs MOAJIEPKUBatOLeH Tepanuu. PaHHUI penuauB — peuu-
JTUB, 3apPETUCTPUPOBAHHBIN paHee, YeM Yepes3 MOoJro/ia OT MOMEHTa OKOHYAHUS MOJIePKUBaA-
IOIIIeH Tepamnuu, HO rmo3aHee 18 MecsieB oT Havana Tepanuu. O4ueHb paHHUH (CBEpXpaHHUN)
pElUIUB — PELUIUB, PA3BUBILUINCS B CPOK 10 18 MecsieB oT Havyana Tepanuu. MHorodak-
TopHas oreHka peunauBoB OJIJI Bkitouana: pacnpezeneHue mo nojaoBO3pacTHBIM IpyTIaMm,
0COOEHHOCTH KIIMHUYECKON KapTHUHBI, JaOOPAaTOPHBIX MOKa3areseil, IUTOreHeTHYECKOro U
MOJICKYJISIPHO-TEHETHUECKOTO UCCIeI0BaHUM, NMMYHO()EHOTUITMPOBAHUSI OJIACTHBIX KJIETOK
(MDT). AHanu3upoBaiuch CleIyIoe FTeHeTUUECKHEe MapKephbl, XapaKTEPHbIE AJI1 OCTPOro
nerko3a: runepruionus — 50 — 65 xpoMocom 06e3 CTPYKTYPHBIX aHOMAJTUI; TUITOTUIOU NS —
MeHee 46 xpomocom; Tpanciokarus t(9;22) (q34;ql11.2) — res BCR/ABLI1; Tpancno-
kammst t(v;11q23) — peapamxupoBka reHa MLL; tpancmokamusa t(12;22) (pl13;q22) —
red TEL-AMLI1; tpancnokanus t(1;19) (q23;p13.3)-ren E2A-PBX1.

Cratuctuyeckas o0paboTka MaTepuaia MpoBOANUIACH METOJOM YaCTOTHBIX XapaKTepu-
CTHK, a TaK)Ke HelapaMeTpUYeCKUM METOJIOM C pacueToM Meauanbl (Me), BEepXHEro v HHX-
HEro KBapTUJIS C TIOMOIIBIO MporpaMMbl Statistika 6.

Pezynomamul ucciedoeanusn u ux oocyrcoenue

3a nepuon ¢ 2003 mo 2022 rox B I'omenbckoil oOiactu ObUIO JAMArHOCTUPOBAHO
182 ciyuast OJIJI y neTeid, 4To MOKa3bIBaeT CPEAHETONOBYIO 3a00IeBacMocCTh 9 ciryuaeB. Pe-
uuauB paszuics y 16 mauuentos (8,79 %). Cpennuil Bo3pacT MaldeHTOB HA MOMEHT MHHU-
nuanbHoi auarHoctuku OJIJI coctaBun 8,5 + 3,2 net. CpenHuii Bo3pacT JeTeil Ipu BO3HUK-
HOBeHHUHU peuuauBa - 13,6 + 4,8 ner. Yaie Bcero penuiuB HaOMIOIANCT Y MAJIBYUKOB 75 %
(n=12). B cootBercTBUM ¢ Mexnynapoanoii knaccuduxanueit OJIJI (FAB) L1 BapuanT nua-
rHocTupoBalcs B 37,5 % (n=6) ciyuaes, L2 — B 62,5 % (n=10). B xone ananusa pe3ynsratoB
N®DT Ob110 BhIsIBIIEHO, uTO B-Kitetounsiii Bapuant OJIJI quarHoctupoBan y 14 manueHToB
(87,5 %). I1pu stom BII BapuanT npeBanupoBai — 12 nanuentoB; Bl Bapuant — 2 nanuenra.
T-knerounslii BapuanT OJUJI nuarnoctupoBaH y 2-X maleHToB B Bo3pacte ctapiue 10 ser.
V 27,3 % (n=3) nereit oTmMeuascs paHHUN peuuanB, ay 72,7 % (n=8) nereit — nozauuit. [Ipu-
4EéM y OIHOTO peOE€HKa OTMEYaI0Cch 2 MO3HUX PELUIUBA, 00a PeIiIiBa — KOCTHOMO3IOBBIE.
BuexkocTHOMO3roBOM peunauB (Helponelikemust) HaOmoancs Tonbko y 1 pedénka. Komou-
HUPOBAHHBIC PEIIMIUBBI PA3BIIINCH Y 3-X MAIIMEHTOB: B 2-X CIIydYasxX - MOPaKEHUE KOCTHOTO
MO3Ta B COYETAHUU C HEUPOJIEHKEMHUEN; B OJHOM — IIOPAKEHUE KOCTHOTO MO3ra U SHYEK.

Knuandecku B HabmonaeMoit rpymme aerei ¢ peruauom OJIJI nmuaupoBan cuHIpOM
OITyXO0JIEBOII MHTOKCUKAIIMU, KOTOpbIA HaOmonancs y 93,8 % nanuentoB. Ero nposiBieHus
ObLTH BapHaOCIIBHBIMU: OT YMEPEHHOM ci1abocTh U cyOdeOprmInTeTa 10 BHIPAKSHHBIX 0CCAII-
ruil. AHEMUYECKUN CUHIPOM BBISBISUICS B 62,5 % citydaeB, rurnepruiactuaeckuii — B 43,7 %.
['mnepruiacTHYeCKUi CHHAPOM TPOSIBIISUICS YBEIHUSCHHEM JIMM(ATHYECKUX y3JI0B, KaK Mepu-
(depudecKux, TaKk M HEHTPAIbHBIX TPYII, YBEIMYCHUEM NEUYCHH U Celle3eHKH. | eMopparu-
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YECKHUI CHHIPOM 0 MUKPOIUPKYIATOpHOMY THITy HaOmronancs B 31,2 % ciydaes. Crnemyer
OTMETHUTH, UTO HauOOJIee YacTOl MPUUMUHOM remopparudeckoro curapoma npu OJI sBnsercs
TPOMOOIIUTOTICHHS, HO B Psijie CIy4aeB — MATOJIOTHS TUTA3MEHHOTO 3BE€HA reMocTas3a. Tak B
obmeti rpynme naruenTos ¢ OJIJI 3a6oneBanue nedrotuponano ¢ JIBC-cunapoma B 5 % ciy-
yaeB. MH(]ekmonnbie ocinoxHenus Haomoaanucs y 31,2 % nanueHToB.

[Mpn nmmarHoctuke peuuamBa OJIJI ypoBeHb neiikonutoB konebaics ot 1,7x10%n
1o 136,8x10°n1 npu meauane 31,9 [23,5; 56,8] x10°/1. MHUIMaNbHBIA JEHKOIIMTO3 OONIee
30x10°/n nabmromancs y 37,5 % npereii. [Ipu 3TOM OTHOCHUTEIBHOE COACpIKaHKHE OJIacTOB B
nepugeprudeckoil KpoBu BapbHpoBaiio oT 2 % 10 92 %. Cnenyer oTMeTUTh, uTO B 37,5 %
ciydaeB OJ1acThl B iepuQepruuecKoil KpOBU HE OOHAPYKUBATUCH. AHATIN3 CTENIEHN OJTaCTHOM
MHUIBTPAIIMH KOCTHOTO MO3ra y o0cienyeMbIx nanuenToB ¢ penuansoM OJUJI mokasan, 4yto
WHUIHAIBHEIN O61acTto3 0su1 0T 60 % 10 91,4 %, B cpennem 76,8 [64,9; 88,3] %. IIpu uuto-
TEHETUYECKOM HCCIIEIOBAaHUHU TOJBKO y 2 neteit ¢ peruauBoM OJIJI ObutM BBISBICHBI YMC-
JIOBBIE U CTPYKTypHbIE u3MeHeHus (56XY +5+4+10+15+17+18+21+21+10 meradas, 46X Y-
4 metadassr; 45XY, nenenust 5). [lo pe3ynpraraMm MOJIEKYIIpHO-OMOIOTHUECKOTO UCCIIE0-
BaHus TpaHciaokanus t(12;21) TEL/AML o6napyxena y 1 pedenka (6,2 %) u 'y ogHoro na-
[UEHTAa - KpaiiHe HeOmaronpuaTHelil renetndeckuid mapkep — ren BCR/ABLI, 6enok p210.
CrnemyeT OTMETUTh, YTO U3 BCEX 0OCIIEOBAHHBIX MAlMEHTOB C BIEepBbIe BhIssBICHHBIM OJLJI
JTAHHBIN MapKep OOHAPYKEH BCETO B 3-X CITy4asx, OMUH U3 KOTOPHIX BBIIIEN B TO3HUHN pelln-
JTUB, BTOPOW HAXOIUTCS B CTAJMH BBI3IOPOBICHUS U TPETHIA MPOJOHKAET MOMyUYaTh MOAJIEP-
JKUBAIONIYIO TEPANUIO B KIMHUKO-TEMATOJIOTHYECKON pEMUCCHH.

Bcem mammentam ¢ permmmuom  OJIJI mpoBoamiack Tepamus MO  TPOTOKOITY
ALL-REZ-BFM-2002. Beixoa B K1MHUKO-remaronoruiyeckyro pemuccuto [l coctaBun 81,25 %,
B TPEX CIIydasX HaOIoanach XUMHOPE3UCTECHTHOCTD. [lepron HaOmoneH s 3a MalueHTaMu
¢ peuuauBamu coctaBui ot 1 rona 1o 20 jet. JleransHOCTb — 62,5% (n=10). OcHOBHBIE TIPU-
YUHBI JIETATbHOCTH — XUMHOPE3UCTCHTHOCTH OMYyXOJIA U MH(DEKITMOHHBIE OCIIOKHECHHUS.

Bubi6oowi

Bcero 3a nepuon ¢ 2003 o 2022 rox B ['omenbekoii 00:macTi ObIIIO 3aperuCTpUpPOBAHO
182 cimyuas octporo auM@obaacTHOTO Jeiko3a y aereil B Bozpacte oT 1 Mecsua 10 18 ner.
B 8,79 % pa3zBuics peunaus. Cpennuit Bo3pact nanueHToB ¢ peuuauom OJIJI cocraBun
13,6 + 4,8 ner. [IpeBasinpoBanu MabuuKe B cooTHOIIeHUH 3:1. Yanie HaOmoaancs mo3aHui
KOCTHO-MO3TOBOM peluAuB. bOIbIIMHCTBO Ci1y4aeB penyauBa UMeIu B- KI1eTOYHbI BapuaHT
(87,5%). Knuanuecku npeodnaganu CHHAPOM OMyxosneBoi nHTokcukanuu (93,8 %), anemu-
yeckuit (63,6 %) u runepmnactudeckuit (45,5 %) cunapomsl. HebnaronpusatHeiii MoeKy-
nsipHO-reHeTnaeckuii Mapkep (reH BCR/ABL1) BeisiBrieH B onHOM citydae. JleraabHOCTh pH
perunusax OJIJI y nereit coctaBuna 62,5%. YuuTsiBas OJIy4EHHBIE PE3YJIBTAThI, LIEIECOO-
Opa3HO mpoBeneHNe nanbHeiero MuorogaxkropHoro ananusa perunuso OJIJI y pereii ¢
IEJIBIO BBISIBIICHHSI BO3MOXKHBIX (PaKTOPOB PUCKA.
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