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HO-IUCTPO(PUUECKUX M3MEHEHHsI W MPU3HAKK Ha-
PYIIEHHS CO3PEBAHUS BOPCHH.

YBemu4eHue JHUTENFHOCTH 0E3BOIHOTO IIpoMe-
JKYTKa AacCOLMHPOBAHO C pa3BUTHEM MEMOpaHHTA,
oM(}aroBacKyJMTa ¥ TTHEBMOHWH y HOBOPOXKICHHOTO
(r;=0,36,1,= 041, r,= 0,57 cootBeTcTBeHHO, P < 0,05).

Huskue mokazareny miianeHTapHO-TIIOA0BOTO
Kod(puIeHTa CTATUCTUIECKA 3HAYMMO dYalle OT-
MEYaroTCs y HeMoHommeHHbsx mereit — ,11 (0,1;
0,12) (Z=-5,66, p =0,0001).

[Ipu mMopdornormueckoM HcciaenoBaHUH TIia-
[EHT BOCIAJIHUTEIbHBIE W3MEHEHHS Pa3INIHON
CTETIeHH BBIPAKEHHOCTH HAOIIOJAIMCh BO BCEX
nocirenax. OM@anoBacKyJIUT CTaTUCTUICCKH 3Ha-
gumo dame (p = 0,04) HaOmromancs y >KEHIHH C
MIPEXAEBPEMEHHBIMU POJAMH M BO BCEX CIIyJasx
coYeTaeTcs ¢ HaJndneM MeMOpaHHuTa.

Hamaue B mocnene mMemOpanwra, omaroBa-
CKYJINTa W HAJIMYVE WHBOIIIOTHBHO-ANCTPO(HIECKHX
W3MEHEHW CBS3aHO C PAa3BUTHEM KIIMHUYECKHX
MIPOSIBJICHUH XOpPUAaMHHOHUTA U THEBMOHHUH Y HO-
BopoxaeHHoro (r; = 0,53, ry= 0,52, u r; = 0,40 co-
oTBeTCTBeHHO, p < 0,05).

B mocnenax >xeHIIHWH ¢ MPeXIeBPEMEHHBIMA
poaMH CTaTHCTHYECKH 3HAUYMMO pEeXe BCTpeda-

F0TCSI KOMIIEHCATOPHO-TTPUCITIOCOOUTEIBHBIE peak-
muu (p = 0,00001) u craTuCTUYECKN 3HAYUMO Ya-
e WHBOJIIOTHBHO-TUCTPOPHUUECKHE W3MEHEHUS
(p = 0,00001), paccrpoiicTBa KpOBOOOpAIICHUS
(p = 0,0009) n nuccormaruu BopcuH (p = 0,02).

Bwieoo

Oco0eHHOCTEI0 MOP(OIOTHYESCKOTO  CTPOe-
HUS TIOCTIEZIOB Y JKEHIIWH C TPEKIEBPEMEHHBIMH PO-
JlaMH SBIsieTCs OoJiee JacToe BBISIBIICHHE BOCIIANH-
TENBHBIX W3MEHEHHH, IPHU3HAKOB HApYIICHHS CO3pe-
BaHWS BOPCHH W HHBONIOTHBHO-IUCTPO(PHIECKHX
W3MEHEHUH W OTCYTCTBHE KOMIIEHCATOPHO-IIPHICIIO-
COOUTETHHBIX PEAKITUH.
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CPABHUTEJIbHASL XAPAKTEPUCTUKA KJIMHUKO-JJABOPATOPHBIX OCOBEHHOCTEU
BTOPUYHOI'O U DE NOVO OCTPOI'O MUEJIOUJHOI'O JIEUKO3A Y IETEHU

H. I1. Pomamesckas, H. H. Casa, H. I1. JIutBunko, O. B. AjnelinnkoBa

Pecny0uKkaHCKuii HAYYHO-NPAKTUYECKUH HEHTP e€TCKOH OHKOJIOTUH,
reMaToJ0rMd U HMMYHOJIOTHH, T. MUHCK
Pecny0iukaHckuii HAYYHO-MPAKTHYECKHUI IEHTP
PaIManMOHHOI MeIMIMHBI M IKOJOTHHU YeJ0BeKa, r. 'omenn

Bropuunble neiko3pl y neTeid B OONBIIMHCTBE CIy4YaeB IIPEICTABICHBI OCTPHIM MHEJIOWIHBIM JIEHKO30M
(OMJI), nHAYIUPOBAaHHBIM XUMHO- U (WJIM) Jy4eBOH Tepanueil, ApyruMu XMMUYECKMMH MyTareHaMHy Iocie Tepa-
MK 3JI0KaYeCTBEHHOT0 HOBooOpa3oBauus (3H) mimm npuobperennoit amnactudeckoit anemun (ITAA). Lensto nan-
HOTO WCCIICIOBAaHMSA CTAJI0 W3yUeHHE KIMHHUKO-TabopaTOpHBIX ocobeHHOCTel BropmuHoro OMJI. B uccienoBanme
ObLTH BKITIOYEHBI 9 marueHToB co BTopruaHbiM OMJI u 128 naruenTos ¢ de novo OMIJL.

Bropuunbiii OM waine peructpupoBaiics y JAeBodyek. HanOonbumii mporeHT 3a00eBIInX HaOI01alICs B BO3-
pactHoit kateropuu ot 3 1o 10 et (Meauana Bo3pacta 11,5 roma), Hanboee 9acTo perucTpupyeMoit Mopgoiaoruen
O0puta M1-M2, 0IHAKO CTATHCTHYECKH 3HAYMMBIX paszinmduii ¢ de novo OMJI ue BeisiBneHO (p > 0,05). IIpu cpaBHe-
HHUH KIMHUYECKUX IPOSIBICHUI JOCTOBEPHBIX pa3nniuii He BbIsiBIEHO (p > 0,5). IIpu 3TOM maTonorust XxpoMocoMbl
7 Berpevanach mpu BropuaaoM OMJT mocrosepHo uarie (p < 0,01).

KirodeBble c0Ba: 1€TH, BTOPUUHBINA OCTPBIM MUETOUHBIN JIEHKO3.

COMPARATIVE CHARACTERISTICS OF CLINICAL AND LABORATORY FEATURES
OF SECONDARY AND DE NOVO ACUTE MYELOID LEUKEMIA IN CHILDREN

I. P. Romashevskaya, N. N. Savva, N. P. Litvinko, O. V. Aleinikova

Republican Research Center for Pediatric Oncology, Hematology and Immunology, Minsk
Republican Research Center for Radiation Medicine and Human Ecology, Gomel

Secondary leukemias in children in most cases are acute myeloid leukemia (AML) cases induced by
chemotherapy and/or radiotherapy and by other chemical mutagens after treatment of malignant neoplasms (MN) or
acquired aplastic anemia (AAA). The purpose of this study was to evaluate the clinical and laboratory features of
secondary AML. The study included 9 patients with secondary AML and 128 patients with de novo AML.
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The girls revealed secondary AML more often. The largest percentage of secondary AML cases was observed
in the age group from 3 to 10 (age median: 11.5), the most frequently registered morphology was M1-M2, but
statistically significant differences with de novo AML were not found (p > 0,05). When comparing the clinical
manifestations, no significant differences were detected (p > 0,5). Meanwhile, the pathology of chromosome 7 with
secondary AML was significantly the most prevalent (p < 0,01).

Key words: children, secondary acute myeloid leukemia.

Beeoenue

Octpble TeHKO3bI SIBISIOTCS CAMBIMU YacThI-
MH 3JI0Ka4eCTBCHHBIMU 3a00JICBaHUSAMHU y HeTei,
U JONSI OCTPOTO MHelougHoro Jeikoza (OMJI)
coctaBisieT 15-20 % OT Bcex OETCKUX JIEHKO30B.
Bropuunble neliko3bl y ngereil B OONBIIMHCTBE
ciayuaeB npeactaBieHsl OMJI, uHAyLHpOBaHHBIM
LUTOCTATUKAMHU, PagUalied U IPyruMH XUMHYe-
CKUMH MYyTareHaMH IOCJ€ TEpamuu 3J0Ka4ecT-
BeHHOro HoBooOpazoBanus (3H) wmmm mpuoOGpe-
TeHHOU armtactudeckorr anemuu (IIAA). B Hayd-
HBIX IyOJIMKaLUIX JaHHBIC [0 YaCTOTE BTOPUYHO-
ro OMIJI Bapeupyrot ot 1 % y nereit 1o 27 % y
B3pocibiX [1, 2]. KyMynaTUBHBIN pUCK pPa3BUTHS
BropuyHoro OMJI cocraBusier 2 % uepe3 15 ner
nocne tepanuu 3H u 15 % B Teuenune 5 ner —
nocie tepanuu [T1AA [3]. Puck pa3BuTus BTOpud-
Horo OMJI 3aBUCHT OT TPEIIECTBYIOIIETO 3200-
JIeBaHUS M €ro TEpamuH, IPU 3TOM OH MAaKCH-
MaJIbHO BBICOK IPH T'€HETHYECKH ACTEPMHUHHPO-
BAaHHOH NPEapacloNoKEHHOCTH K Pa3BUTHUIO TEp-
BUYHO-MHOKECTBCHHBIX M BTOPHYHBIX OITyXOJEH
[4]. PazButne OMJI mocie ITUTOTOKCHYECKOU Te-
panuu BIepBble OBIJIO OMMCAHO Yy OOJBHBIX JHM-
¢dbomoit XoIKKHMHA, NMPENCTABIAIOIINX Hauboiee
W3yYCHHYI0 KOIOpPTy B IIJIAHE PUCKA Pa3BUTHS
BropuyHoro OMJI. M3BecTHO, 9TO y OONBHBIX
muMdomoit X0IKKHHA PUCK PA3BUTHSI BTOPHYHO-
ro OMJI B 10-80 pa3 BsIlIe, YeM B OOBIYHOM TTO-
nyJsinyeii, OH HauMHAeT pacTH Yepe3 2 roja mo-
CJIe OKOHYaHUS TEPaluy U JOCTHraeT MaKCUMyMa
yepe3 5-9 ner. B nerckoM Bo3pacTe BTOPUUHBIIN
OMUJI Hauboinee yacTo BO3HUKAET MOCIIE JICUCHHS
octporo auMQpoOIacTHOTO Jieliko3a [5—7].

Llenwv pabomut

W3yunth KIMHUKO-1a00paTOpHBIE 0COOEHHO-
ctu BropuyHoro OMJI y neTeii B cpaBHEeHHUH C de
novo OMJL.

Mamepuan u memoowt

B uccnenoBanue ObuM BKITIOYEHBI 9 MalyeH-
TOB co BTopuuHbIM OMJI, pa3BuBIIEMCS MOCKE Te-
pamuu 3H nnu [TAA B nerckoM Bozpacte, u 128 na-
eHToB ¢ de novo OMIJI B Bo3pacte no 18 mer
BKIIOUUTENbHO. JnarHo3 OMIJI ycraHaBnuBanu
Ha OoCHOBaHMM oOHapysxeHusa 20 % u Ooxnee Ona-
CTHBIX MHEJIOUIHBIX KIETOK B aCIHpaTe KOCTHOTO
Mmosra. Mopdonoruyueckass JIUHEHHas NpUHAI-
JISKHOCTh OJaCTHBIX KIJIETOK OLIEHHBAlach C HC-
NOJIb30BaHHEM KpPUTEPHEB (PaHKO-aMEpPHKAHO-
opuranckoii (FAB) kmaccudukanuu. [{utoxumu-
YECKOE HCCIEeNIOBAHME BKIIOYAJIO0 PEaKUWu Ha

MHEJIONEPOKCU a3y, JIMIHUIBI, TJIMKOTEH, Hecre-
nuduyeckyo 3crepasy. MMMyHomoruueckas Ju-
HEHHasl MPUHAATICKHOCTh OJIACTHBIX KJIETOK KOCT-
HOT'O MO3ra Onpeaessiach METOJOM MPOTOYHOH -
TopIroOpUMETprUN. XPOMOCOMHBIN aHAIN3 JIeHKe-
MHYECKHX KJIETOK MPOBOJWIN Ha MeTaa3HbIX IUIa-
CTUHKaX. MOJEKyIIpHO-TeHETHYECKOE HCCIIEA0Ba-
HEE TS BBISIBICHUSI XUMEPHBIX OHKOTeHOB (SIL/TAL,
PBX/E24, MLL/AF4, AMLI/ETO, BCR/ABL p210,
p190, MLLI/ENL) pOBOIAITA METOIOM MYJIBTHII-
nekcHor III[P wa Owoummax. IlopaxeHwe 1eH-
TpaneHOW HepBHOU cucteMbl (LIHC) ycranaBmm-
BaJIM HA OCHOBAHUH OOHApYKEHUs OJIACTHBIX KIle-
TOK B Ipenapare 1epeOpOCIMHANBHON KUAKOCTH
W/WIM TpH CHMIOTOMAax IOPaXEHHUS YeperHo-
MO3TOBBIX WJIN APYI'HX HEPBOB. XJIOPOMaMH CYUHU-
TAINUCh SKCTpaMENyJUIIPHBIE OYard MOPa)KeHUs
(xpome miedeHH U cene3eHku). CTpaTudukanus Ha
TPYNIIBl PUCKA IMPOBOAMIACH B COOTBETCTBUHU C
mu3aitHoM nporokona OMJI-MM-2000/2006, wu
nanueHTtel ¢ M3 BapuantoM de novo OMJI B
JanbHENIIee UCcllefoBaHue He BKItoyanuch. Cra-
TUCTHYECKUH aHajdW3 BBIIOJIHEH IPH ITOMOIIU
mporpaMMHOro obecriedeHns «Statistica», 6.0 ¢
UCIIOJIb30BaHUEM METOAOB HENapaMeTpHYecKOi
CTaTUCTUKU. J[OCTOBEPHOCTh Ppa3IMUMA MEXIY
HCCIIeyeMbIMU TPYIIIaMU UCUUCIISIACH 110 METO-
ny Mauna-Yutau, x>, TouHoro Tecra ®uiepa.
OueHuBaiCsi ypOBEHb 3HAUYUMOCTH P, Pa3IHUHA
CUUTAIIUCH AOCTOBEPHBIMU IpH p < 0,05.

Pezynvmamot uccnedosanus u oocyryncoenue

B rpynme Bropuunoro OMIJI ormeuanoch
npeobialanie NeBoYeK (COOTHOIIEHWE M/ CO-
craswio 0,5), a B rpymnne NauueHToB C de novo
OMJI — MapunKOB (COOTHOIIECHUE M/JT COCTABH-
1o 1,37), CTaTUCTUYECKN 3HAYMMBIX pa3Induil HE
BbIsABIEHO, p = 0,28. Ilpu cpaBHeHHUH BoO3pac-
THBIX XapaKTEPUCTHK YCTAaHOBJIEHO Mpeobiana-
HUE NAaleHTOB B BO3PACTHOH KaTeropuu oT 3 110
10 net mpu Broprunom OMJI, B cpaBHeHUU C de
novo OMJI cratucTHYeCcKH He3HaYMMoe (TadiIu-
na 1). Meamana Bo3pacra npu BropuaHoM OMJI
cocrasmia 9,7 rona (ot 6,3 1o 20,9 roga) mpoTUB
10,9 roma (ot 0,02 mo 18,7 roma) mpu de novo
OMIJI (p > 0,5).

Ilpn cpaBHEHUM KIMHUYECKUX HPOSBICHUN
JIOCTOBEPHBIX pa3nuuuii He BBIsABIEHO (p > 0,5).
ITo mMopdomnoruyeckoil XxapakTEpUCTHKE HE BBISB-
neHo npeobnananus kakux-nmudo FAB-BapuanToB
pu de novo OMJl B cpaBHEHHUH C BTOPHYHBIM
OMUJI (Tabnuma 2).
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Tabnuma 1 — [lomo-Bo3pacTHast XxapakTeprucTHKa ManueHToB co BropudHsiM OMJI 1 de novo OMJI

N Bropuusnsiit OMJI De novo OMJI
oKazaTeian : 5

n % n % p
Bcero manueHnToB 9 100 128 100
ITon:
— MaJIbYUKH 3 333 74 57,8 028
— JIEBOYKHU 6 66,7 54 42,2 >
Bo3zpacr:
— JI0 TO/1a 0 0 7 5,5 0,95
—>1u<3 0 0 14 10,9 0,63
—>3u<l10 5 55,6 33 25,8 0,12
—>10u<15 1 11,1 43 33,6 0,23
—>15 3 333 31 24,2 0,54

Tabmra 2 — Kimmanko-Mopdomornueckas XxapakKTeprucTrKa ManueHToB co BropuaabiM OMII 1 de novo OMIJL

N Bropuusnsiit OMJI De novo OMJI
OKazaTean : 5

n % n % p
Bcero namueHToB 9 100 128 100
[Topaxenue I[THC 1 11,1 5 3,9 0,86
XI0pOMHBIH pocT 0 0 9 7,0 0,90
I'enaTtomeranus > 3 cM 4 44,4 41 32,0 0,69
CrureHoMeranus >3 ¢cM 3 33,3 24 18,8 0,53

Mopdomorus

MO 1 11,1 5 3,9 0,86
MI 3 33,3 27 21,1 0,66
M2 3 33,3 37 24,2 0,92
M3 0 0 26 20,3 0,29
M4 1 11,1 16 12,5 0,69
M5 1 11,1 13 10,2 0,63
M6 0 0 3 2,3 0,47
MX* 0 0 1 0,9 0,79
MI1-M2 6 66,7 64 50,0 0,53
M4-M5 2 22,2 29 22,7 0,70

* OMJI 6e3 HONOTHUTENBHBIX YTOYHEHUH

Ipu cpaBHEeHMHM 7a0OPATOPHBIX MOKA3aTeNed Me-  YMMBIC PA3ITHYHS MO KOJIMYECTBY JICHKOLMTOB, TPOMOO-
pudepryeckoi KpOBU HE BBIIBIICHBI CTATUCTHYECKM 3Ha-  LIUTOB M YPOBHIO remMorioonHa (p > 0,4) (tabmia 3).

Tabmuna 3 — Ilokazatenu nepudeprdeckoil KpoBU y maunueHToB co BTopuuHbiM OMII u de novo OMJL

Mokasaten Bropuunstit OMJI Dde novo OMIJI P
(n=9) (n=128)
Jleiixomutel, *10°/1, Mesmana (pa36poc) 3,5 (1,3-300) 12,6 (0,6-292) 0,42
TpombouuTsl, X 10°/11, Meuana (pazépoc) 76 (27-263) 39,5 (1-888) 0,45
I'emoro6uH, r/1, Menuana (pazopoc) 87 (75-120) 88 (42-151) 0,95
B »TuX rpymnmax HaMu H3y4y€Hbl TE€HETU4Ye- moe (p=0,002) mpeBbIllIeHHE BBISBICHUS MOHOCO-

ckue ocobeHHOoCcTH. K coxaneHnto, reHeTHIeCKHUit muu 7 npu Bropuaaom OMIJI (42,9 %) B cpaBHe-
aHanu3 OB MPOBENEH TOJBKO y 7 TMAIMeHTOB B Huu ¢ de novo OMII (4,7 %). llpu BTOpUYHOM
rpynne BTopuyHoro OMIJI (tabmuma 4). Ilpu OMIJI BcTpeTtmics OAMH ciydall pelKod Xpomo-
CPaBHEHHUH OOHApPY>XEHO CTATUCTHYECKH 3HAUM- comHol abeppaunu — del(7q)(q22q34).

Tabnuua 4 — CpaBHHUTENBHBIA aHAN3 pacTIpeaeIeHIss XPOMOCOMHBIX abdeppanuii y ManiueHToB CO BTO-
puaasiM OMJI u de novo OMJI

Bropuunsrii OO0mas rpynmna
XpOMOCOMHBIE a0eppaIii/XUMEPHBIE OHKOTCHBI OMJI de novo OMJI p
n % n %
Bcero 7 10 128 10
Hopwmanbhsiit kaprotun 46XY/46XX 2 28,6 24 18,7 0,88
t (8;21) (AMLI/ETO) 0 0 21 16,4 0,53
inv(16)/t(16;16) (CBFS/MYHI11) 0 0 5 3,9 0,62
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OxkoHuaHue TadIULL 4
Bropuunsrit Ob6mas rpymmna
XpoMOCOMHBIE abeppaIii/XUMEPHBIE OHKOTCHBI OMJI de novo OMJI P
n % n %
t(9;11) (MLL/AF9) 1 14,3 11 8,6 0,87
11923 (xpome t(9;11)) (MLL anomanuu) 0 0 14 10,9 0,77
[TaTonorus XxpoMocomsr 7 4 6 <0,0001
Monocomus 7 3 42,9 6 4,7 0,002
del(7q)(q22q34) 1 14,3 0 0 0,06
Tpucomus 8 0 0 14 10,9 0,77
t(15;17) (PML/RARa) 0 0 24 18,7 0,45
KommiekcHsle 0 0 20 15,6 0,56

Bropuunsiit OMJI MOXHO pa3ienuTh Ha NIBE
rpynnel. Ileppas — 310 MI1-M2 neiiko3sl 1o
MOpQoIIOTHH, B OOJNBIIMHCTBE CITy4aeB XapaKTepH-
3YIOIIHECs TTOBPEXKIICHUEM XPOMOCOM 5 1 (W) 7 U
pa3BUBAIOIIKECS B T€UEHUE 3—7 JIET MOCIe BO3ICH-
CTBHUS aJIKWITUPYIONINX areHTOB WM JIy4eBOU Tepa-
THH, YaCTO TOCNE TPEIIECTBYOMEeH (ha3bl MHEIO-
JIICTUIACTUYECKOTO CHUHApoMa. Bropas rpymma —
M4-M5 neiiko3bl, BO3HUKAIOUIME uyepe3 2—3 roja
MocJie BO3/ICHCTBUS U aCCOIUUPYIOIINECsS BO MHO-
TUX CIy4asX C TpaHCIOKalWeH UIMHHOTO Iuieda
xpomocomsl 11 (11923) u ucronp30BaHUEM WHTH-
outopoB Toronsomepassl 1l [4]. B Hamem wuccie-
JIOBaHWW TOJBKO | TMAIMEeHT MOIydYall MpeanecT-
BYIOIIYIO TPOTHBOOMYXOJEBYIO TEPAIUI0 C H30-

JMPOBAaHHBIM HCIIOJIB30BAHUEM HWHITUOUTOPOB TO-
nousomepassl 1, Bce octanbHble — B KOMOHHA-
UM C aNKwiupyromumu areatamu u (unm) JIT,
IIPY 3TOM BBILIEYKa3aHHAsl 3aKOHOMEPHOCTH YETKO
He mpociexuBanack. Cpeau ManueHToB, Y KOTO-
pbix BTopuuHbl OMJI pa3Buics mocie Tepanuu ¢
WCIIOJIb30BaHNEM JIKWIIMPYIOIIUX MIPEHapaToB B CO-
YeTaHNW ¢ MHTHOUTOpaMu ToromsoMepassl 1l (n = 2),
y 1 GonbHOTrO OBTA BEIsIBIIEHA TpaHCHoKarws t (9; 11)
¢ aHomanuel peruona 11923 u'y 1 — MoHOoCcOMUSA
7. Ilocne UMMYHOCYTIPECCUBHOM Tepamuu Mo Io-
Boay ITAA y Bcex 3 OONBHBIX OBUTH 3apETHCTPH-
POBaHBI aHOMAJIUK C BOBJICUCHHEM XPOMOCOMBI 7
(MoHOCOMUS 7 — y 2 TMaNMEHTOB, AeNenus 7q —
y 1) (tabmuma 5).

Tabnuna 5 — CpaBHUTENBHBIA aHANIW3 paclpeleNeHnss XPOMOCOMHBIX abeppanuil y MaueHTOB CO

BTOpUYHBIM OMJI

XpOoMOCOMHBIE a0epPaLIUU/XUMEPHBIC OHKOTCHBI Tlocne 3H [Tocne ITAA p*
Bcero 4 3
ITatosiorust XpoMoCoOMBbI 7 1 3 0,14
t(9; 11) (MLL/AF9) 1 0 1,00
Hopmasnbhsiii kapuotui 46XY/46XX 2 0 0,40

* TouHbIA TecT Ouimepa

B nanpheiimee riccnenoBaHne ObUTH BKITIOUE-
HbI 8 marueHToB co BropuaabiM OMJI n 103 marm-
eHta ¢ de novo OMJI, crparrdumpoBaHHBIE TIO TPYTI-
IaM pHUCKa COMIACHO TPOTOKONy Teparmu OMIJI-
MM-2000/2006 B mepuon 2000—2008 rr. 1 mareHT
u3 9 co BropumuabiM OMJI momydan Tepamuio Imo
JIPyroMy TPOTOKOJY, paBHO Kak W 25 MallMeHTOB C
OCTPBIM TIPOMHUENIOIMTAPHBIM JICHKO30M 13 128 ¢ de

novo OMIJI. Bce 8 marenToB co BTOpHIHBEIM OMJI
" 40 mareHToB ¢ de novo OMJI ObUIM BKJIFOYECHBI B
TPYIIY BBICOKOTO prcka. CTpyKTypa HaleHTOB ¢
OMJI 1o rpymmaM pucka mpencTapieHa B Tadmie 6.
JlampHelimee  W3ydeHHe  KIMHHUKO-Ta00paTOPHBIX
ocobenHoctel BropumaHoro OMJI mpoBoamiocs B
pakypce cpaBHeHUS ¢ de novo OMJI BEICOKOTO pHC-
Ka, Kak HanboJee OJHOPOIHBIX TPYIII.

Tab6mua 6 — CTpykTypa manueHToB co BTopuaHbIM OMIJI u de novo OMJI o rpyrmiam pucka

T'pynma pucka Bropuunstii OMJI De novo OMJI
n % n %
Bcero 8 100 103 100
BraronpusaTHBIA TPOTHO3 0 0 26 25,2
[TpoMeKyTOYHBII IPOTHO3 0 0 37 35,9
Bricokuii puck 8 100 40 38,8
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Ipu cpaBHEHHWH KIMHHKO-TA0OPATOPHBIX JIaH-
HBIX CTATUCTUYECKH 3HAYMMBIX PA3IMYMA B Tpyrax
BropruHoro OMJI 1 BeICOKOTO pucka de novo OMJI
He 06110 BEIsIBIIEHO (p > 0,05) 10 CiiemyrormM rmokasza-
TEJISIM: TIOJIO-BO3PACTHBIM, KIIMHHYECKOH MaHU(ecTa-

MH 3a00JIeBaHMsT, MOP(OJIOTUIECKOM XapaKTePHUCTH-
ke (Tabmurel 7 u 8). Menuana Bo3pacra IIpH BTOPHY-
HOM OMUJI cocraBmma 11,5 roma (ot 6,3 mo 20,9 roma)
npotuB 7,7 roxa (ot 0,02 mo 18,7 roma) nipu de novo
OMUI B rpyITe BBICOKOTO pHcka (p > 0,5).

Tabmuma 7 — Ilomo-Bo3pacTHas XapaKTepUCTHKA MAIUEHTOB cO BTOpUIHBIM OMJI ¥ TpyHmBl BEICOKOTO

pucka de novo OMJI
Bropuunsrii OMJI De novo OMJI BBICOKOTO pHCKa
IMokaszarenu o 5 p
n % n %
Bcero nanueHToB 8 100 40 100
Iomn:
— MaJIbYUKH 3 37,5 24 60 024
— JIEBOYKHU 5 62,5 16 40 ’
Bospacr:
— o rojga 0 0 5 12,5 0,29
—>1u<3 0 0 8 20 0,17
—>3u<10 4 50 9 22,5 0,11
—>10u<15 2 25 9 22,5 0,88
—>15 2 25 9 22,5 0,88

Tabnuma 8 — Knuauko-Mopdomorniyeckas XapakTepUCTHKA MAUEeHTOB co BTopudHbIM OMIJI 1 rpymimbt

BBICOKOTO prcka de novo OMJI

Bropuunsiit OMJI De novo OMJI BbICOKOTO pUCKa
INoxa3zaTtenu o 0 p
n % n %

Bcero manuenTon 8 100 40 100

[Topaxxenue ITHC 1 12,5 3 7,5 0,64
XI10pOMHBIH pocT 0 0 3 7,5 0,42
TI'ematomeranus > 3 cm 4 50 16 40 0,60
CrieHoMeranus >3 cM 3 37,5 14 35 0,89

Mopdosorus

MO 0 0 3 7,5 0,42
M1 3 37,5 12 30 0,68
M2 3 37,5 7 17,5 0,20
M4 1 12,5 8 20 0,62
M5 1 12,5 7 17,5 0,73
M6 0 0 3 7,5 0,42

Crenyer OTMETHTh, YTO y MAIMEHTOB, y KO-
TopbIx BropuuHbiit OMJI pa3Buiics mocie nepexe-
cenroro 3H, nanbosee yacto BcTpeuanuch M1- u
M2-Bapuantsl (4 ciaydas u3 6), a B cioy4yae BO3-
HUKHOBeHHs BTopryHOoro OMJI mocne ITAA mpe-
obmagan M1-apuanT (2 ciayuas u3 3).

Taxke He BBISBICHO CTATUCTUYECKU 3HAYH-
MBIX pa3IM4uii TPU CpPaBHEHUHM IabOpPaTOPHBIX
nokazareneil mepudepudeckoil KpoBH B ITHX
rpynnax (tabnuna 9).

C cepenunsl 70-X TOOOB MPOIIOTO CTOJE-
THsI, KOTJa BIEpPBBIE ObLIN OMUCAHBI IIUTOTCHE-
TUYECKHEe H3MEHeHHs Ipu BTopudyHOM OMIIL,
HCCIIEZIOBAaHUSAM B 3TOM HaNpaBiICHUU YAENSIOT
6osnpmoe BHuManue [6—10]. Ilo gaHHBEIM JUTe-
paTypHBIX MCTOYHHKOB, sl BTopuuHOro OMJI
HauboJee XapakTepHBl KOMIUIEKCHBIC Hapylle-
HUSl KapUOTHIIA U THIOIJIOWIUS, a TaKXKe JI0C-
TOBEpHO Yallle BCTPEHalOTCAd TaKHe IUTOTEeHETH-

YeCKHE MOJOMKH, KaKk MOHOCOMHUS 5 U 7, nene-
nus 7q, abepparuu, BoBiekaronme 17p, MOHOCO-
mus 18. B kauecTBe MOIOMOK, XapaKTePHBIX IS
BropugHoro OMJL, omucansr t (1; 3), t (9; 11),
t (11; 19), a Taxxe TpaHCIOKallMM, BOBJIEKAlO-
mue 11g23. Ilpu 3ToM MoHocomus 7 W (MiIK)
KOMIUIEKCHBIC ITUTOICHETHYECKHEe abeppaiuu
MpelonpenesioT OONBIINHCTBO CMepTel, CBs-
3aHHBIX C¢ BTOpwuHBIM OMJI [11, 12]. Hammu
JaHHbIE a0CONIOTHO KOPPENHPYIOT C UMEIOUIH-
MUCS B INTEPATYPHBIX UCTOYHHUKAX. [Ipu aHaH-
3¢ pacmpenelieHhs] XPOMOCOMHBIX abeppaliuii
00OHapyKEeHO CTAaTHUCTUYECKH 3HAUMMOE Ipeod-
JaJaHue MATOJIOTUH XPOMOCOMBI 7 TIpH BTOPHY-
oM OMIJI (57,14 %), p = 0,01. B rpymnme Brvico-
Koro pucka de novo OMJI B 35 % cnyuaeB Obuia
otmedena abeppanust 11g23 (p=0,06) uB 37,5 % —
KOMIUIEKCHBIE XpOMOCOMHBIE abeppauuu (p =
0,05) (Tabmuma 10).
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Tabnuma 9 — Ilokazarenn repudeprdeckoil KpOBH y MaMEHTOB cO BTOPUIHBEIM OMJI 1 TpyIITBI BRICOKOTO

pucka de novo OMJI
Bropuunstit OMJI De novo OMJI BBICOKOTO pHCKa P
Ilokazaremn - -
(n=28) (n=40)
Jleiikommter, x10°/1, MeuaHa (pasGpoc) 3,25 (1,3-300) 12,5 (0,6-202) 0,14
TpombouuTsl, x 10°/1, Mexnana (pazépoc) 64 (27-263) 46,5 (1-390) 0,31
I'emornobwuH, /1, Mennana (pasopoc) 86,5 (75-120) 90 (60-131) 0,82

Tabnuma 10 — CpaBHUTETBHBIA aHATU3 pacHpeeeHus] XPOMOCOMHBIX abeppanuii y malueHTOB CO
BTOpruHBEIM OMJI 11 TpynmIBI BRICOKOTO prcka de novo OMJI

XpOMOCOMHBIE aGeppattin BropuuHsrii OOMJI I"pymma Beicokoro prcka de novo OMJI P

n % n %

Bceero 7 100 40 100
Hopwmaunehsiit kapuotun 46XY/46XX 2 28,57 4 10 0,17
t(9; 11) 1 14,29 3 7,5 0,55
11923 (xpome t (9; 11)) (MLL anomanuu) 0 0 14 35 0,06
del (5)/-5 0 0 5 12,5 0,32
ITatosorust XxpoMOCOMBI 7 4 57,14 6 15 0,01
Mounocomus 7 3 42,86 6 15 0,08
del(79)(q22q34) 1 14,29 0 0 0,02
Tpucomus 8 0 0 4 10 0,38
KomMmuiexcHsie 0 0 15 37,5 0,05

3axnwuenue YECKUX XapaKTepUCTHK BTtopuuHoro OMIJI, mo-

Ilpn cpaBHEHMM KIMHHMKO-Ta0OPAaTOPHBIX Xa-
pakrepuctuk BropuaHoro OMJI ¢ de novo OMJI BbI-
COKOTO pHCKa, KaKk HauOosiee OXHOPOIHBIX IPYIII,
HOJTyYeHHbIE HAMH PE3YJbTaThl MO3BOJIIIOT CHENATh
crenyromee 3akimoueHre. Bropuunsiik OMII vare
PErUCTPUPOBAJICS Y ICBOYEK, B TO BpeMs KaK B IPyII-
ne de novo OMJI BBICOKOro pucka mpeoOnaganu
MaJIbUUK{, HO CTaTUCTHYECKU 3HAYMMBIX PazInyuui
He BoisiBIieHO (p = 0,24). Hambonmbmmii mporeHT 3a-
oonepmmx BropuaasiM OMJI Habmromancs B Bo3pac-
THOM Karteropuu ot 3 mo 10 jneT, U B CpaBHEHUU C
TPYMIION BBICOKOTO pricka de novo OMIJI B 3ToM 0T1-
HOILCHUU TAKKe HE BBIBJICHBI CTATHCTUYECKH 3Ha-
ynmble pasmans (p = 0,11). Meanana Bo3pacrta npu
BropuyHoM OMUJI cocraBuna 11,5 roma mpotus 7,7
roza B rpyme de novo OMII (p > 0,5). ITo mopdoro-
rMi ONacTHBIX KJIETOK B CPaBHMBAEMBIX TIpPYIIIAxX
JIOCTOBEPHBIX pa3iiunii He BbIsiBIeHO (p > 0,2), HO y
OompmmHCTBA OOJBHBIX BTOpuuHbIM OMJI Habmro-
namch M 1-M2-BapuanTel. [Ipu cpaBrennn nabopa-
TOPHBIX TIOKa3aTesel nepreprieckoil KPOBH BbISB-
JieHbI Oosee BBICOKHE 3HA4YCHUS YPOBHS JICHKOLIUTOB
B IPYIIIE BBICOKOTO pucka de novo OMIJI (p = 0,14).
Taroke He BBIIBJICHO JOCTOBEPHBIX Pa3idiUid IO KO-
JIMYECTBY TPOMOOIMTOB U YPOBHIO reMoriio0uHa (p >
0,3). [lpu anamm3e pacnpeneneHuss XPOMOCOMHBIX
abepparyii 0OHapy»XEHO CTaTUCTHYECKU 3HAYMMOE
npeodJiagaHue MaToJIOTUH XPOMOCOMBI 7 B Cilydae
BropuuHoro OMJI npu cpaBHEHHH ¢ 00MIEH TPYTIITION
de novo OMJI (p < 0,0001) u rpymmoi BBICOKOTO
pucka de novo OMIJI (p = 0,01).

Takum 00pa3oM, NOy4YeHHbIE HAMHU PE3YIIbTaThI
MOJYEPKHUBAIOT BaXXHOCTh M3YYEHUS LIUTOTCHETH-

CKOJIbKY HMMEHHO OHH IPHU3HAHBl PEIIAOIUMHU
MPOTHOCTHYECKUMHU (HaKTOpaMH.
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