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(CeueHoBCKUI YHUBEPCUTET)

O6ocHoBaHue: 4518 ANarHoCTUKU 1 MPOrHO3MPOBaHNUst ocTporo numdobnacTHoro newnkosa (OJ1J1) npume-
HSIETCSA KOMMMEKC KIMMHUYECKNX 1 NabopaTopHbIX METOAO0B. BaxHyto ponb cpean HUX Urpaet XpoMOCOMHbIN
aHanua. B knuH1Yeckow NpakTKe NOCTOSHHO MCMONb3YHTCS LIMTOrEHETUYECKNE MapKepbl NEMKO3HOTO KIIoHa.
CoBpemeHHas knaccudukaumoHHas cuctema BO3 onyxonei KpoBETBOPHbIX M NMMMAONIHbBIX TKAHEW, co3aaH-
Hasi Ha ocHoBe OOBbEAUHEHHOIO aHanm3a KNMHUYECKMX, LLMTOMOPMONOrmyecknx, MMMyHOEHOTUMNYECKMX
N UUTOreHETUYECKMX AaHHbIX. VIMMyHOMEHOTUNMPOBaHNE BNacTHbIX KMETOK C UCMONb30BaHWEM MOHOKIO-
HamnbHbIX aHTUTEN NO3BOMNWIO 3HAYUTENBHO YNYYLINTL AUArHOCTMKY JIEMKO30B 3a CHET BbISIBIIEHUS CTENEHU
anddepeHUMPOBKN ONYXOMNEBbIX KIETOK.

Llenb nccnepnoBaHUA: U3y4YnTb CTPYKTYPY OCTPOro NmdobrnacTHOro nenko3a Ha OCHOBaHUM Pe3ynbsTaToB
UMMYHOMEHOTUMUYECKOTO 1 LIUTOFEHETUYECKOTO NCCNENOBaHNI, BUSIHME BCTPEYAIOLLMXCS LIUTOFEHETUYECKMX
HapyLueHnin Ha nporHo3 npu OJ1 B AeTckon nonynsaunm ApxaHrenbCcKon obnactu.

MaTtepuanbl u MeToAbl: B PETPOCMNEKTUBHOM PEXMME UCTOPUKO-apXUBHBIM METOAOM NpOaHanvM3npoBaHbl
pesynbraThl 06cnefoBaHns (LMTOreHeTnka, UMMYHOMEHOTUNMPOBAHNE) AETCKOrO HaceneHns B Bo3pacre
ot 0 oo 17 net ¢ AnarHo3oM OCTpPOro NMMMAGOBIacTHOro nerko3a B ApxaHrenbckol obnacTtu 3a nepmog
¢ 01.01.2004 no 31.12.2018

PesynbraTthbl: B pe3ynsrate MMMYyHOMEHOTUNNYECKOTO NCCefoBaHns GriacTHbIX KNETOK KOCTHOTO Mo3ra 601b-
Hbix ¢ OJJ1 BbIsABNEHO, 4YTO Nnpeobnagan B-nuHenHbI nenkos (74,8%). Cpean KonM4ecTBEHHbIX aHOMarnmn
ObInKn BbISIBNEHbI rvnepnnonamm, Habnoganucb 4ononHuTeNbHbIe XpoMocoMmbl 4,10,17. Cpeau CTPYKTYPHbIX
XPOMOCOMHbIX aHOManui 6onblue Bcero criydaes npuunoch Ha t(12;21). dunagensguiickas xpomocoma
(Ph) (9;22) BcTpeTunack B 6,5% cryvaes.

3akntoyeHue: No AaHHbIM NpoBeaeHHoN paboTbl B ApxaHrenbckon obnactu ctpyktypa OJ1J1 getckon no-
Nynsyum no UMMYHOMEHOTUMMYECKOW XapaKTePUCTMKE HE NPOTMBOPEYUT OOLLEPOCCUNCKUM TEHAEHLMSIM.
B cTpyKType yCTaHOBMEHHbIX XPOMOCOMHbIX aHOManuin B XO4e NccrnenoBaHns cneumnduyeckux oTnmymin He
BbISIBNIEHO. BCe XpOMOCOMHbIE N3MEHEHMS, KOTOPbIE MMEIT OTpULATENBHOE BIINSIHUE Ha MPOrHo3 3aborne-
BaHWs, TaKkKe NPOSIBMANN CBOE HEraTUBHOE BIMSHUE HA Tepanuio 1 NPOrHo3.

KnroueBble crnoBa: ocTpbii MMM 0bnacTHbIV Nenkos y AeTeil, UMMYHO(EeHOTUMMPOBaHME, LMTOreHeTUYeCKoe
uccnegoBaHve, TpaHcnokaumm.

O6GocHOBaHMe.

Cpezu npobJieM cCOBpeMeHHOU NeJuaTpUH 3/10Ka-
YyeCTBEHHble HOBOOOPA30BaHUA 3aHUMAIOT OJHO U3
BeAylUX MecT. ExxerofiHo B Poccuu OHM BBISIBJISIOTCSA
6oJiee yeM y 3500 neTeit, 30% cpeAu KOTOPbIX COCTAB-
JISIIOT GOJIbHBIE C OCTPbIM Jieliko3oM. [1] 3abosieBaeMo-
CTH 3TOM naToJsiorued B ApxaHreabckoi ob6sactu (AO)
B nocyiegHue rojbl gocturaet 5 Ha 100000, 3HaUUTENb-
HO NPEBBICKB 3TOT N10Ka3aTeJb B paHee UCCIeJ0BAaHHOM
nepuofe (1982-1997 rr.). [2, 3, 4] B nepBy1o ouepeb
3TO 0O'bACHSIETCS POCTOM 3a60J1eBaeMOCTH OCTPBIM
auM$o6JIacTHBIM Jetiko3oM ¢ 2,3 go 3,6 Ha 100 ThIc.,
YTO SBUJIOCH CJIe/ICTBHEM 6oJiee TOYHOU BepupUKaLuu
JMarHosa 6J1arozjaps MCIoJib30BaHHUI0 COBPEMeHHbIX
MeTO/I0B JUarHOCTUKHU (MMMYHOJIOTUYECKUX, LIUTOre-
HETUYECKUX, MOJIEKYJISIPHO-TEHETUUECKUX U JIp.). [4]

OcTpbiit TUMbOO6IACTHBIN JTEHKO3 — HEOoIJIaCTU4e-
CKoe 3a60J1eBaHH e, KOTOPOe XapaKTepHU3yeTcs Mpeu-
MYIeCTBEHHOHN KJIOHAIbHOM 3KCIaHCUeH JIeNKO3HBIX

KJIETOK B KOCTHOM MO3Te, TMM$aTHUeCKUX Y3/1aX, TUMY-
ce ¥ cesie3eHke. B ocHoBe pasButusa 0J1JI sexat pa3Ho
o6pa3Hble coMaTH4ecKHe JilepeKThbl TEHOB, B pe3yJbTaTe
KOTOPBIX ONyX0JIeBble KJIETKH IeMOHCTPUPYIOT YCHUJIEH-
Hy10 nposindepanuio, yIJUHEHUE CPOKA )KU3HU U COOU
nporpaMMbl JuddepeHIMPOBKY Npe/llieCTBEHHUKOB
auMmdomnoa3za. [5]

CoBpeMeHHas kjaaccudukalnoHHas cuctema BO3
OTyxo0Jlel KpOBETBOPHBIX U IMMGOUIHBIX TKaHeH co-
3/laHa Ha OCHOBe 00'be/IJUHEHHOTO aHa/IM3a KJINHUYe-
CKUX, LTUTOMOPPOJIO0TUIECKHX, UMMYHOEHOTHUIINYe-
CKHX U IIUTOreHeTHYeCKUX JaHHbIX. [6]

WMMyHOpeHOTHITHPOBaHUe 6JIACTHBIX KJIETOK C UC-
M0JIb30BaHUEM MOHOKJIOHA/IbHBIX aHTUTEJ 103BOJIH-
JIO 3HAYMTEJIbHO YJIYyYLIUTb JUaTHOCTUKY JIEHKO30B 3a
CYeT BbISIBJIEHUs cTeNneHU AudPepeHIIMPOBKU ONyX0-
JIeBbIX KJIETOK. Pa3inuHble NMMYHOJIOTUY€ECKHEe BapU-
aHTbl OJIJ] oT/IMYaloTCA KJIMHUYECKUM TeYeHUEeM U YyB-
CTBUTEJIbHOCTBIO K IPOTHBOOIYX0/IeBON Tepanuu. [7]
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Ta6mna 1. BeisiBJieHHbIE TPAHCAOKALUU B 3aBUCUMOCTHU OT BapuaHTa OJIJI u ncxoza 3a60sieBaHuUs.

TpaHcioKanuu

t(12;21)(p13;q22)/ETV6-RUNX1 (TEL-AML1)

£(9;22)(q34;q11.2)/BCR-ABL11

£(9;11)(p22;923)/MLL-MLLT3(AF9),
t(10;11)(p13-15;q14-21)/MLL-MLLT10(AF10)

t(1;19)(q23;p13.3)/TCF3-PBX1
t(5;14)(q35;932)
t(8;14)(q24;932)
Del(17)
Del(9)
cay4alHble

runeprjionaud

Bcero

Jna puarHoctuky U nporsosupoBanus OJ1J1 npu-
MeHsIeTCsl KOMIIJIEKC KJTMHUYeCKUX U J1abopaTOPHbIX
MeTO/0B. BaxkHyt0 poJib cpefi HUX UTpaeT XpOMOCO-
MHBIM aHa/IM3. B KJIMHUYecKoH NpaKTHKe MOCTOSIHHO
HCII0JIb3YIOTCS LIUTOTeHeTHYeCKHe MapKephbl JIeHKo3-
HOTO KJIOHa. [8]

[Ipu HasHaueHuu JiedeHus npu OJIJ1 y feTeit opu-
eHTUPYIOTCA Ha NporHocTudeckue GakTopbl, U OJHO U3
CaMbIX Ba>KHbIX 3HAYeHUH CpeJiid HUX UMeeT LIUTOoreHe-
THUYeCKUU TuI jaekko3a. [9]

Ilesb Hcc/Ie0BaHUSA: U3YUYUTh CTPYKTYPY OCTPOro
MM 06J1acTHOTO JielKo3a Ha OCHOBAaHUM JJAHHBIX UM-
MYHO(QEHOTHUIIMYECKOTO U LIUTOTeHEeTUYECKOT0 UCCIef0-
BaHWH, OLleHUTb BJIMsIHHE BCTPETUBLINXCS IUTOT€HETH-
YeCKHUX HapylleHUH Ha IPOrHo3 TeyeHUs 3a60J1eBaHuUs.

MeToapbl.

B peTpocnieKTUBHOM peXKMMe UCTOPUKO-apXUBHbBIM
MeTO0/10M ObLIU IPOaHAJIU3UPOBAHbI PE3yJIbTAThI 06CIIe-
JloBaHus (LUTOreHeTHKa, UMMyHOPEHOTUIIMPOBaHUE)
JleTeil B Bo3pacTe oT 0 10 17 J1eT ¢ ;UAarHO30M OCTPOT0
JuM$o06acTHOTO JieliKo3a B ApxaHresbCKOU 06J1acTu
3anepuog ¢ 2004r no 2018 .

[IpoBesieH aHa/1M3 pe3y/IbTaTOB UMMYHO(EHOTUIIH-
YeCKOro U JUTereHeTU4eCKOro Uccjae,0BaHUM KOCTHO-
ro mo3ra gieteit B Bo3pacte oT 0 7o 17 jieT ¢ ;UarHo3oM
OJIJI B AO ¢ 2004 no 2018 r.T. B kayecTBe UCTOYHUKOB
MHPOpPMaIMHY UCTO0JIb30BaIH:

- HCTOpUH 60JIe3HU U BBIIIMCKU U3 HUX JleTel, Ha-
XOJJMBLINXCS HA JIeYEHUU B OHKOJIOTUYECKOM OT/leJIeHUH
xumuoTepanuu onyxoseit AOJKB (¢.003, ¢.027-1/Y);

- JlaHHbIe KaHIlep-perucTpa ApxaHrejabCKoOro 06-
JIaCTHOTO OHKOJIOTMYEeCKOI0 AMCIaHcepa.

[Ipu ycTaHOBJIEHUM [JarHO3a OCTPbIH JIeliK03 BceM
NaleHTaM IPOBOAUJIOCH:

- HMMMyHOQEHOTUNHpPOBaHUE 6JIACTHBIX KJIETOK
KOCTHOI'0 MO3Ta METO/[0OM IPOTOYHOM LIUTOPIyOMETPUU
(®I'bBY HMUL, AATOU um. [iImutpus Porayesa);

0J1N1

N N Hcxopmpl
B-n1uHelHbIN T-nuHeHHbIN
n % n % n
17 39,5 0 0 16 - B pemuccuu
1-ymep
1 -ymep
4 9,3 0 0 1 - penuuB
2 - B peMUCCUU
2 4,6 0 0 2 - B peMUCCUHU
2,3 1 - B pemuccuu
3 6,9 0 0 1-ymep
2 - B peMUCCUHU
0 1 2,3 1 - B pemuccuu
0 1 2,3 1 - B peMmuccuu
1 2,3 1 2,3 1-ymep
2 - peuuarB
3 6,9 0 0 1-ymep
2 - B pEMHUCCUHU
5 11,6 0 0 5 - B peMuccuu
4 9,3 0 0 4 - B peMUCCHUU
39 90,4 4 9,2 39

- LUTOreHeTHYecKoe UcciaeJjoBaHHe 6JIaCTHbBIX
KJIETOK KOCTHOTO MO3ra:

0  MeTO0/l0M KapHOTHUIIUPOBAHHUA KJIETOK U MoJle-
KyJISIpHO-TeHeTH4ecKoe uccaefoBaHrue MetoznoM [11IP
(2004-2015r.r.) (I'BY3 AO AO/IKB);

0  aTakXe: MOJIEKYJISIDHO-TeHeTHYecKoe HccJe-
noBaHus MetozoM [1LP u MosieKy/IsipHON [TUTOTeHETH-
ku (FISH) (®I'BY HMUL AT'OU um. [imutpus Porayena)
(c2006T.).

JTHYecKas 3KCIepTH3a.

JlokasnbHbIN 3TUYeckul koMmuTeT PTBOY BO CI'MY
(r. ApxaHrenbck) MuHnsapaBa Poccuu ot 28.11.2018T.
[IpoBeseHO paccMOTpeHHe NaKeTa JJOKYMeHTOB Ha-
Y4YHO-KJIMHUYECKOI0 HCCleloBaHuA 1o TeMe: «Meu-
KO-3MHU/IEMUOJIOIMYEeCKHe aclleKThl OCTPbIX JIEHKO30B
y AeTell ApxaHresbCKOU 06/1aCTH, KOMIIJIEKCHAs OLleH-
Ka JieyeHHUs». [locTaHOBUJIN: 0Zj06peHHe 3THYECKOT0
KOMMUTeETA.

Pe3ysibTaThl.

B kauecTBe 00'beKTa HCC/IeJ0BAaHUS BbICTYIIAIN:

- UICTOPUM 60JIE3HU U BBIIMCKU M3 HUX JleTel, HaXo-
JMBLIMXCS Ha JIeYeHUH B OHKOJIOTHYECKOM OT/ieJIeHUHU
xumuoTtepanuu onyxoseit AOJAKB (¢. 003, ¢.027-1/Y);

- pe3y/bTaThl IUTOreHeTUYECKOT0 U UMMyHOEeHO-
TUIMYECKOI'0 UCC/IelOBAaHUHM KOCTHOTO MO3ra.

3a vuccaeayeMblil nepuof B ApXxaHTebCKOU 06J1acTU
6b110 ¢ 2004 mo 2018 rr. 3apeructpupoBaHo 160 cayya-
eB OCTporo Jieliko3a y AeTel B Bo3pacTe 0-17 seT. [1o
pe3y/nbTaTaM UMMYHO)EHOTHUIIMYEeCKOI'0 UCCIe/l0BaHUS
6J1aCTHBIX KJIETOK KOCTHOT'O MO3ra pacnpe/ejieHye pas-
Jn4HbIX BapuaHToB OJ1 66110 ciaeayromum: OJ1J1 — 123
(77%), OMJI — 34 (21,2%), 6udeHOTUNNYECKU JIeHi-
k03 — 3 (1.8%).

B cTpykType OJIJI B-nuHelHbIH JIeKO3 ObLI AUA-
THOCTUPOBAH B 92 cayyasnx (74,8%), T-nuHeHHbIN —
B 31 (25,2%). Bo Bcex ciyyasx B-nvHelHOro Jefiko3a
6J1acTHbIE KJIETKU 3KCIpeccupoBaiu MoJieky/bl CD19
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u/unu CD79a u/wau yuro-miasMarudeckyto CD22). lns
T-nmuneitHoro OJIJI 6b11a XapaKTepHa 9KCIIPECCUsI aHTH-
renoB CD7, CD3.

[lo pe3y/nbTaTaM UTOreHETHYECKOT0 HCCIe/J0OBaHUSA
6J1aCTHBIX KJIeTOK KocTHOro Mo3ra npu 0J1J1 xpomoco-
MHbIe HapylieHUs1 06Hapy»KeHbI B 43 caydasax (26.8%)
(Tabus. 1).

W3 rpynmnel KoJIM4eCTBEHHbIX aHOMaJ/IUH OblJla BbIsIB-
JleHa runepn/aouius (Hab/110jalnuch AONOJTHUTEbHbIE
xpomocoMmbl 4,10,17) B 4 caydasx (9,3%).

Y Bcex MalMeHTOB, KOTOPble BOLJIU B 3Ty FPyMNIy, OT-
MedeH PaHHMH OTBET Ha Tepallvio, COXpaHHasl peMUCCUs
10 HacToslllee BpeMsl, peLiIUBOB He 3apHUKCUPOBAHO.

B rpynny cay4alHbIX epecTpoek (5 ciydaeB) ObLau
onpejesieHbl U3MeHeHUs], He UMelolllue JUarHocTruye-
CKOW 3HAaYMMOCTH U He OKa3blBalOIHe HUKAKOTO BJIU-
SIHUSA Ha oNpeJie/ieHue TaKTUKU JiIeYeHHUs U IPOTHO3.

B Hawem uccnegoBanuu t(12;21) onpenenenay 17
nanueHToB. /laHHas TpaHC/I0Kal s sBJAseTCs 6J1aronpu-
SITHBIM IIPOTHOCTUYECKUM PaKTOPOM. Y BCeX MaljMeHTOB
JIaHHOM IpynIbl B Ipoliecce JieueHUs 6bL1a 3adpruKCUpo-
BaHa peMUCCHSs, OJMH MTallMeHT YMep Ha 3Talle KOHCO-
JINJIallMH, TaK KaK MMeJl OTSATOlleHHbI FreHeTHYeCKU I
¢oH — cuHApoM /JlayHa; ocTa/bHble MallMeHThbl }KUBbI
10 HacTos1lee BpeMsl, peLiIUBb] He 3apUKCUPOBaHBI.

Qunagenbduiickas xpomocoma (Ph) (9;22) BeisiBiie-
Ha B 4 ciyyasx. B xo/ie Hallero vccieioBaHUs: OJJMH Na-
LIMeHT yMep B Npoliecce NPOTUBOPELUJMBHON TepaNuH,
TaK»Ke y JAHHOTO0 NaljMeHTa Oblyia BoisiBaeHa del(17),
KOTOpasi caMa I10 cebe UMeeT OTpULjaTebHOE BIUSHUE
Ha JIOCTHXXeHHe U COXpaHeHHe PeMUCCHU. Y BTOPOro
NalueHTa pa3BUJICS MO3JHUH KOCTHOMO3TIOBOM peljy-
JIMB, B HACTOs11lee BpeMsl HaX0UTCs B IIpoliecce NpOTH-
BOpELUIUBHON Tepanuu. Y ocTaJbHbIX NALEHTOB /10-
CTUTHYTbl PEMHUCCUM Y COXPAHHBI 110 HACTOsI1lee BpeMsl.

Y neteii c nuarnoszom OJI 06HAPYKUBAIOT TPAHCIIO-
Kalyu, BoBJyeKawlue jokyc 11q23. B Haleit paboTe Ha
JlaHHYO0 IPYIINY XPOMOCOMHBIX aHOMaJIMH MPHULLIOCH
3 caydas. K HacTosiieMy BpeMeHM HAaKONUIUCh QakK-
ThI, He N03BOJIAI0IHE BK/IOYATh BCe U3MEeHEeHUs pai-
oHa 11923 B rpynny nporHoCTUYEeCKH He6JIaronpusT-
HbIX aHOMaJIM¥ KapuoTHIIa. Y BceX NallueHTOB JJaHHOU
rpynnbl 6b171a JOCTUTHYTa PEMUCCHS], COXpPaHHa 110 Ha-
cTosilee BpeMs.

Ha posto Tpancnokauuu t(1;19)(q23; p13.3) B Ha-
eM UccaelOBaHUU npuuiock 3 cayyas. [Ipu OJIJ1
y ZleTell 3TOT LIUTOreHeTUUYeCKU I MapKep CIYKUT He-
3aBUCUMBIM GaKTOPOM BbICOKOT'O PHUCKaA pelU/MBOB
c nopaxkeHreM LJHC. Y nanyeHTOB JaHHOH I'pyMNIIbI OblIa
JIOCTUTHYTa PEMHUCCUS U COXpPaHHA [0 HACTos11lee Bpe-
Ms. OJMH NalyeHT yMep B IIpoliecce KOHCOIUUPYIO-
1iel Tepaluu B pe3y/ibTaTe BOSHUKIINX HHOEKIIMOH-
HBIX OCJIO)KHEHHU .

[lanieHTHI, UMelOIIMe XPOMOCOMHBIN JlepeKT
del(17p), coctaBunu 2 cnydas. OnuH NallueHT yMep OT
peLuMBHUPOBaHUS 3a60J1eBaHus, I0CI€e IPOBeJieHUs
aJIJIOTEHHOM pOJICTBEHHOM TpaHCIJIaHTAllMK; OUH Na-
LIMEHT 3aKOHYUJI JIeyeHHe, 3aTeM pPa3BUJICS MO3AHUN
BHEKOCTHOMO3I'0BOM peljy/IUB, 10 HAcTosI1ee BpeMs
HaXo0AUTCs Ha TepaluH.

06GcyxeHue.

B pe3y/ibTaTe uccieL0BaHUs 110 N0Jy4YeHHbIM JlaH-
HbIM UMMYHO}EHOTHUIINYeCKOTr0 UCClel0BaHUs 6J1acT-
HBIX KJIETOK KOCTHOTO MO3ra 60JIbLIYI0 4acThb CJydaeB
npuuwiock Ha OJ1J], B ctpykrype OJIJI iupupyroiiee 3Ha-
YyeHHue COCTaBUJ B-nuHeliHbIH neliko3. Cpeau Kosiuye-
CTBEHHbIX aHOMaJIUH Obl1a BbIsIBJIEHA TUIIEPIJIOUIUS.
Cpeay CTPYKTYPHBIX XPOMOCOMHBIX aHOMaJIMH 60JIbllIe
BCETro cj1y4aeB NPULLIOCh Ha t(12;21).

[IporHo3upoBaHue 0CTPOTro JieliKo3a yTeM BhIsBJIe-
HUS1 9KCNIPECCUY HMMYHOPEHOTUNINYECKUX MapKepoB Ha
JIEMKO3HBIX KJIeTKaX MeTO/|0M IPOTOYHOU IUTOMETPUHU
VMMeeT pellalolliee 3HaYeHUe J1 obecriedeHUs1 UHAU-
BU/Iya/IM3MPOBAHHOTO JIeYeHHUS U Y/Iy4lleHUs] UCXO/I0B
B euaTpuyeckoit npakTtuke. [10, 11] CoBpeMeHHas Au-
arHoctuka OJ1J] foykHa BK/IIOYATh LIUTOTeHETUYeCKoe
Y MOJIEKYJ/ISIpPHO-TeHeTHYeCKOe UCC/leloBaHue, a TaKXKe
onpepenenue JHK-ungekca — quTOMETpUYECKOTO MO-
KasaTeJisl, OTpakalolllero KoJn4eCTBeHHbIe XPOMOCOM-
Hble aHOMaJIMU B ONYX0JIeBbIX KJeTKax. Ha npakTuke
60J1ee onpaB/laHHOM Npe/iCTaB/seTCs LieJleHaNnpaBJ/ieH-
Hasd UAeHTUUKALMSA KIMHUYeCKU 3HAYUMbIX FeHeTH-
yeckux abeppanuil. [12]

Cpenu ocTpbIX JIEMKO30B y AieTel oTMedaeTcs Ipeoob-
Jlafanue octporo suMdougHoro Jetikosa (0J1J1), goss
KoToporo coctaJjsieT 75-85%. [2,3,13] YTo u nozx-
TBepK/AaeTcs pe3y/ibTaTaMHU Halllell paboThl, a TaKxke
npeob6JiafjaHye B-nHelHOTO JIeliK03a, YTO TOXKe He MPo-
TUBOPEYUT 061ePOCCUNCKUM TeHAeHIUsM.

OAHMM U3 61aroNPUATHBIX TPOrHOCTUYECKUX daK-
TOPOB CYUTAETCS TpaHcaoKauus t(12;21). Ita TpaHco-
Kalus obHapyxuBaeTtcs y 25% petelt ¢ npe-B-0J1J1. [14]
PesynbTaThl Halllero uccaef,0BaHUs TaKKe He IPOTHBO-
peyar o6UMM TeHAeHIUSAM U cocTaBun 30% Bcex ciy-
yaeB. OMH NalMeHT M3 JJAHHOH IpyNIbl UMeJ OTATO-
AN reHeTU4YecKuit GoH — cuHpoM JlayHa u ymep
Ha 3Tale KOHCONNAAaLUU. BaXkHO OTMETUTB, YTO Y JleTel
¢ cuHApoM /JlayHa yalle pa3BUBaeTCs TsXKeslas CUCTEM-
Hasl TOKCUYHOCTD, TaKasl Kak MUeJIOCYyIPeccusi, MyKO3UT
Y reNaTOKCUYHOCTD N0CJIe BO3/ieCTBUS aHTUPOJIaTHO-
ro areHTa, YTO MPUBOJAUT K TsXKeJIbIM UHPEKLHOHHBIM
oc/oKHeHUsAM.[15]

CTpyKTypHBIe XPOMOCOMHbBIE aHOMaJIMU 06HAPY-
>KMBAIOTCS Yallle IPY OCTPBIX JIeHKo3aX, IepecTporKHU
06BbIYHO NTpe/iCTaBJIeHbl TPAHCIO0KALUAMU.

Hannuue dpunagenbPpuiickoil XxpoMOCOMBI, BbISIBJIEH-
Hoe npy auar”octuke OJIJI, geslaeT NporHo3 Te4eHus
3a60J/1eBaHUs KaK Y B3pOCJIbIX, TaK U ¥ JleTell KpaliHe
HeGJs1aronpusTHbIM. Hab/t0aeTcs yeTKkast 3aBUCUMOCTD
yacToThl BcTpedaeMocTu Ph+ OJIJI oT Bo3pacTa. Pa3Hble
aBTOPbI CXO/AATCA BO MHEHHUH, UTO JlaHHas HO30JI0TH4e-
ckasl popMa peJiKo BCTpevyaeTcs B IeTCKOM BO3pacTe
(2-5%), B TO BpeMs KaK y B3pOCJIbIX ee 4acToTa JOCTH-
raeT 25% u 6oJ1ee, yBesinuuBasicb Ha 10% kaxzayo Je-
KaJly )KM3HU. [16] B HaleM ucciejo0BaHUM Ha JAHHYIO
TpaHC/I0KaLUI0 NpULLIoCh 6,5%, cpeiHUIN BO3pacT Je-
6rota OJIJ1 manueHToB coctaBu 14.5 net. HezaBucumo
OT BO3pacTa, obHapyxeHue dpunanenbduiickoit (Ph)
xpomocoMbl nipu OJIJI siBnsieTcss dakTopoM HebJiaro-
NpPUSTHOrO NPOrHO3a. Pe3ynbTaThl ledyeHUs feTel u3-
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MeHUIUCh: B 1960 I. coob111a/10Ch 0 5-1eTHEH BbIXKHUBA-

eMocTH Tosbko 3% geteii; B 2008 . N. Seibel B cBoeM

0630pe yKa3bIBaeT, UYTO 5-JIeTHsAs BbKUBAeMOCTb Cpe-

11 60J1bHBIX 710 15 sieT cocTaBaseT 88%. [17] 3Tu pe-

3yJIbTAThl JOCTUTHYTHI 6J1aro/iaps NosiBJ€HUI0 HOBBIX

JleKapCTBEHHBIX IPeNapaToB U BHEJPEHUIO PEXKUMOB

MHTeHCUBHOU Tepanuu. Hayaso XXI B. 03HaMeHOBasn0Ch

BHe/ipeHHeM B KJIMHUYECKYI0 NPAKTUKY HHTHOUTOPOB

TUPO3WHKHHA3, IPUMeHeHHe KOTOPbIX paJMuKalbHO 13-

MEeHMJIO pe3yJibTaThl Tepanuu. [lepBbIM U3 npemnapa-

TOB-UHTUOUTOPOB ABL-THUPO3MHKHHA3bI ObLI UMATUHUO

(CnuBek). [18] K nHacTosuemy BpemeHu y 50% Hamux

NalMeHTOB 3TOU IPyNbl, MOJy4aBLIMX TepaIHnio C UMa-

TUHHUOOM, JOCTUTHYTA COXpPaHHasi peMUCCHS.

[lepectpotika 11q23 xapakTtepHa aasa OJIJ1 y geteit

1 roja >kM3HU U BcTpevaeTcs B 65% cyyaeB B 3TOM BO3-

pacte. CaMoli yacTol siBJisieTcs TpaHcaokanus t(4;11),

HECKOJIbKO pexe BbISBJSIOTCS TpaHcaokanuu t(11;19)

1 t(9;11). [19] B HaleM ucciejoBaHUU Ha JIOJTI0 JAHHOMN

IPYIIbI TPaHCJIOKaL MK B X0/ie HCC/IeZJ0OBaHUS IPUILIOCh

13%. C BO3pacTOM 4acTOTa 3THUX TPAHCJOKaLlUi CHU-

»KaeTcsl, BEpOSITHOCTb UX OOHApY»KeHUs ¥ NOJJPOCTKOB

1 B3pocJibIX cocTaBisgeT 1-2 u 4-9% coOTBETCTBEHHO.

CpefHui BO3pacT JaHHOU rPyMIbl COCTABUII 2.6 TO/a.

3akJiro4eHue
[To JaHHBIM TPOBeAEHHOU paboThl cTpyKTypa 0J1

JIeTCKOM MOMyJISALUY [0 UMMYHODEHOTUIINYECKOM Xa-

paKTepuCTHKe B ApXaHIe/JbCKON 06/1aCTH He IPOTH-

BOPEYHUT 06LIepOCCUICKUM TeHAeHLIUsAM. B cTpyKTYy-

pe YyCTaHOBJIEHHBIX XPOMOCOMHBIX aHOMAJIMU B X0/ie

HcCieloBaHus crieljipruyecKrx OTJIMYHUU He BblsBJIe-

Ho. OnpeJiesieHO He3HAYHUTEebHOE MOBbIIIeHHE 101U

QunanenbPuiickoit XpoMocoMblI (110 JAaHHBIM aBTOPOB

BCcTpeyaeTcs 70 5%). Bce xpoMocoOMHble H3MeEHeHUH,

KOTOpble UMEIOT OTPULlaTebHOE BJIUSHUE Ha IPOTHO3

3a60J/1eBaHMs, TaKXKe POSIBJIS/IN CBOe HETaTUBHOE BJIU-

sIHHMe Ha Tepaluio U MPOTHO3.
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OpI/II‘I/IHaJIbeIe CTaTbu

A.S. Ulanova®?, A.L. Turabova?, N.A. Grigoryeva®?, I.A. Turabov?, M. Yu. Rykov?®

Immunophenotypic and cytogenetic features of acute
lymphoblastic leukemia in children: a retrospective study

1. Vyzhletsov Arkhangelsk Regional Children’s Clinical Hospital
2. Northern State Medical University
3. I.M. Sechenov First Moscow State Medical University of Health of the Russian Federation (Sechenov University)

Background. A complex of clinical and laboratory methods is used for the diagnosis and prognosis of leukemia.
Chromosomal analysis plays an important role among them. The clinic is constantly used cytogenetic markers
of the leukemia clone. Modern classification system of WHO tumors of hematopoietic and lymphoid tissues,
created on the basis of a combined analysis of clinical, cytomorphological, immunophenotypic and cytogenetic
data. Immunophenotyping of blast cells using monoclonal antibodies made it possible to significantly improve
the diagnosis of leukemia by detecting the degree of differentiation of tumor cells.

Aim: to study the structure of acute leukemia detected by immunophenotypic and cytogenetic studies, the
influence of cytogenetic disorders occurring on the prognosis of AL in the child population in the Arkhangelsk
Regional Children’s Clinical Hospital.

Methods: in retrospective mode, the results of the survey (cytogenetics, immunophenotyping) of the child
population aged 0 to 17 years with a diagnosis of acute leukemia in the Arkhangelsk region for the period
from 01.01.2004 to 31.12.2018 were analyzed by historical and archival method.

Results: as a result of immunophenotypic study of blast cells of the bone marrow, most of the cases were
ALL, in the structure of ALL the leading value was B-linear leukemia. Among the quantitative anomalies,
hyperploidy was detected, and additional chromosomes 4,10,17 were observed. Among structural chromosomal
abnormalities, the most cases occurred on t(12; 21). The Philadelphia chromosome (Ph) (9;22) is a rare and
amounted to 6.5%.

Conclusion: according to the data of the work carried out in the Arkhangelsk region, the structure of the AL
of the child population according to the immunophenotypic characteristic does not contradict the all-Russian
trends. No specific differences were found in the structure of established chromosomal abnormalities during
the study. All chromosomal changes that have a negative impact on the prognosis of the disease also showed
their negative impact on therapy and prognosis.

Key words: acute leukemia in children, immunophenotyping, cytogenetic study, translocations.
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