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CNYYAIA DUATHOCTUKU OCTPOI0 IMMMOBJIACTHOIO JIEMKO3A,
ACCOLLMMPOBAHHOIO C PH-XPOMOCOMOM, Y PEBEHKA

VI3BeCTHO, UTO OCTPbIi JTUM@POOIACTHBIN Jeli-
ko3 (OJIJI) — 3TO omyxosieBoe 3ab60j€BaHNUE CUCTE-
Mbl KPOBM, BO3HMKalolllee B pe3y/lbTaTe 3JI0Ka-
YyeCTBEHHO! TpaHchopMauy TpenIiecTBeHHM-
KoB B mwmmu T-numdornyutos. Cy6bCcTpaToM OITyXOIu
SIBJISTIOTCSI Hespesble OsacTHble KiaeTku. Ha momio
B-kieTouHoro num@o61acTHOTO JIeiiKo3a MPUXO0-
outcst mpuMepHo 80-85% Bcex cryuaeB OJIJI, Ha
momo T-kieTouHoro — 15-20%. TouHble TPUUMHBI
Bo3HMKHOBeHMsT OJIJI HemsBecTHbI. IIpenmnosnara-
0T, UTO, KakK U B CJTyyae APYIUX 3/I0KaUeCTBEHHBIX
3ab0j1eBaHMi, B Pa3BUTUM OCTPOIO JIEIKO3a MOTYT
UTpaTh POJIb MOHU3UPYIOLIAS pagualus, XxuMmmuye-
CKMe BelllecTBa, BUPYChI, TeHeTUYecKasl Tpeapac-
MOJI0’KEHHOCTb.

Tak, BIlepBble ObUIA TMOKA3aHA CBSI3b 3jI0Kaye-
CTBEHHOTO 3a00/IeBaHMSI C KOHKPETHOI reHeTunue-
CKOVi aHOMa/IMel MpU XPOHMUECKOM MUETOUAHOM
serikose (XMJI). B cryuae XMJI xapakTepHOM aHO-
Majueil SIBJSieTCs XpOMOCOMHAsI TpaHCIoKalus,
KOTOpasi MpOSIBSETCS IPUCYTCTBMEM B KapUOTU-
e TaK HasbiBaeMoil (uiagenbGuitckoii Xpomo-
COMBI. OTa MYTaHTHAsI XpOMOCOMa IOy4Ymnaa CBOE
Ha3BaHMe TI0 MeCTy paboThbl e€ MepBOOTKPhIBATE-
sen TIutepa Hoyenna (IleHCcmM/bBaHCKMIT YHUBEP-
cutet) u JsBuga Xaurepdopaa (OHKOIOIMUECKUIA
neHTp dokca Yeiiza), KOTOpble BIEepPBbIe OMUCAIU
eé B 1960 r. B ®unagenbduu (mrat [leHCHIbBaHMS,
CIIA). B 1973 r. uccnegosarens [xaHeT Posiu u3
YMKarckoro yHMBEpPCUTETA COOOIIMIA O MEXaHMU3-
Me ob6pasoBaHusT GuIamenb@UiicKoii XPOMOCOMBI
[1]. 3Ta XxpomMOCOMHasi aHOMa/IusI XapaKTepHa He
TOJMBKO JJISI XPOHMUECKOTO MUETOUITHOIO JIeiKo-
3a, HO BBISBJISIETCS TIPU OTHEIbHOM CyOBapuaHTe
oCcTporo MuM@oO6IaCTHOTO JIeK03a U MMEET BaxK-
HOe IIPOTHOCTMYECKOe 3HaueHue [2].

IIpm 3TOI TpaHCIOKALMM YYaCTKM 9-i1 u 22-1
XpOMOCOM MEHSIOTCSI MecTaMu. B pesymnbrare
¢parmenT resa BCR 13 xpomocombl 22 1 reH ABL
13 XpOMOCOMBI 9 06pa3yIoT eOMHYI0 PAMKY CUMTHI-
BaHMs. [IpofyKTamu 3TOrO aHOMAJbHOTO CIUTO-
IO reHa MOTYT OBbITh GEJIKM C MOJIEKY/ISIPHOM Mac-
con 210 (p210) mnu, pexe, 190 klla (p190). Takum
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o6pasom, BCR-ABL — ru6puaHbIil 6€10K, ITPOIYKT
rubpupHoro reia BCR-ABL1, ¢popmupymoinerocs: B
pesyabTaTe PEelMIIPOKHON TPaHCIOKALUM MEXKIY
xpomocoMmamu 9 u 22.

Ounamenbduiickasg xpomMocomMa 0603HavYaeTCs
Kak Ph (uau Ph+) xpomocoMa, a COGCTBEHHO TPaHC-
joxkanus — t (9; 22)(q34.1; q11.2). Ph-no3uTuBHBII
OCTPBIN TMMAOOGIACTHBIN JIeIKO3 BCTPeUYaeTcs, Mo
JAaHHBIM pasHbIX aBTOPOB [3-5], vy 2-10 % meTeit u
y 25-30 % B3powibIx 601bHBIX. Ero yacroTa yBenn-
YMBAETCS C BO3PACTOM.

OCHOBHBIM C/IeACTBMEM MOPOMU3ONLIEAIIEN XPO-
MOCOMHOJ TOJIOMKM SIBJISIETCSI YBeJIMUeHMe Tpo-
OYKUUU KIeTOK — HOCUTENbHUI TPaHCIOKaluu
(9;22)(q34;q11). OTO CBSI3aHO C TeM, YTO B MeCTe
OOBITHOTO TIPYM ITO¥ TPAHCIOKAIIMM Pa3phiBa XpoO-
MOCOMBI 22 JIoOKann30BaH redH ABL, Kogupyromui
obpasoBaHue 6eiKa ¢ QYHKLMENH TUPO3MHKMHASHI.
OcHoBHast GyHKIMS ABL-TUPO3MHKMHASHI 3aKIII0-
YyaeTcsl B CBSI3bIBAHUM C ameHO3MHTpudochaTom
(AT®) u mocienymwomiem mepesoce gocdara ot ATD
K TUPO3UHY 6e1KoB (pochopunmpoBanme). Docdo-
pUIMPOBaHME — BHYTPUKIIETOUHBIA MEXaHMU3M I1e-
penauy CUTHAIOB, 06eCIeuMBaIOIINX >KU3HEOes -
TeNbHOCTD KJIeTK!, B YaCTHOCTY CUTHAJIOB CO3peBa-
Hus1 ¥ Iponudepanym. B pesynbraTe peluImpoKHON
TpaHcmokaum (9;22) Ha xpoMocome 22 06pasyerT-
cs1t cntHbI reH BCR-ABL1, kogupyoonuii mpoayK-
uyio 6enka BCR-ABL, KOTOpbIii coxpaHseT (yHK-
o ABL-Tupo3uHKMHa3bel. AKTMBHOCTh BCR-ABL-
TUPO3MHKMHA3bl 3HAUMTENbHO BbIllIE, YeM Y HATUB-
HOV ABL-THpPO3MHKMHA3bI. DTO IMPOUCXOOUT B pe-
3y/IbTaTe BO3HUKAIIMX TP TPAHCIOKALIUM CTPYK-
TYPHBIX M3MEHEHMI, B YACTHOCTU TepeMeleHus
momeHa SH3 ABL-THMpPO3MHKIMHA3BI, BHIIOIHSIOIIE-
ro B HopMe (YHKIIMIO eCTeCTBEHHOI0 O6J10KaTopa ee
aKTMBHOCTHU, C XPOMOCOMBI 22 Ha XpOMOCOMY 9.
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Kpome TOTO, YCTaHOBJ/IEHO, UTO Pa3pbiBbl reHa
ABL npu IaHHO¥ TpaHCIOKAIUM IPOUCXOAST BCET-
Ila B OMTHOM MecTe, a reHa BCR MoryT 6bITh B pas-
HbIX TOUKax. Pasnuunbie o ganHe BCR-BapuaHThI
6enka BCR-ABL xapakTepHbI 1151 pasHbIX 3aboje-
BaHMit: p210 — gyt XMJI, p230 — mias XMJI ¢ 6omee
«3pesoii», ueM 06bIuyHO mpu XMJI, KapTHUHO Kpo-
BM U Hepeako ¢ TpombouutosoM, p190 — aaa Ph+
OJIT[5, 6].

OnHaKo B TO BpeMs Kak Mpy XpOHUYECKOM Mue-
JIOMTHOM JIEIKO3€e Y BCeX GOIbHBIX OOHAPYKMBAET-
cst 6e1ok p210, mpu octpoM IUM@PO6IACTHOM JIeii-
KO3€e BCTPevaroTcsl Kak BapuaHThI ¢ p190, Tak u ¢
p210 B pasnuuHoit mponopuyu. Y gereit Ph+ OJIJI ¢
tuoM 6enka p190 siBsieTcs mpeo6afaioiM, OH
BcTpevaeTcs B 85 % cryuae, p210 — y OCTaJIbHBIX
15 % 601bHBIX [7].

BcnencTBue o6pasoBaHust ciuTHOro reHa BCR-
ABLl1urunepaxktuaiiunBCR-ABL-THPO3MHKMHA3BI
YCUTMBAETCS Tiepegava mponndepaTMBHBIX CUTHA-
JIOB TI0 CUTHAJIbHBIM ITyTSIM Ras-Raf-MAP-kuHa3sbl
u Jak-STAT, pe3y/lbTaTOM Yero SIBJSIETCS YCKOPeH-
Hasl ¥ He3aBYUCUMas OT POCTOBBIX (aKTOPOB IPO-
IyKiys Ph-TI03MTUBHBIX KJIETOK.

Knuunueckast kaptuHa Ph-mosutusHoro OJIT
y IeTeil 0OyC/JIOB/IEHA CTEIeHbI0 MHOWIbTpauym
KOCTHOTO Mo3ra uM@ob6macTaMy U 9KCTpaMemys-
JISPHBIM pacmpocTpaHeHueM Ipoiiecca. OCHOBHBI-
MU CMHAPOMAaMU SIBJISIIOTCSI: MHTOKCUKAIIMOHHBIN,
aHeMMYeCKuit, reMopparuuecKkuii, mponudepaTmb-
HbIl, KOCTHO-CYCTaBHO, UMMyHOIepUIINTA U VH-
(eKIIMOHHBIX OCTIOKHEHMIA.

IuarHoCcTMKa JAHHOTO 3a00jeBaHMUSI OCHOBBI-
BaeTCs Ha IO3TAlTHOM IpUMMEHEeHUM KOMIIeKCca
J1a60paTOPHO-MHCTPYMEHTATbHBIX UCCIIENOBAHMIA.

IMepBblii 3TAN AMarHOCTUKM — YCTAHOBJIEHME Ca-
Moro (akra HamMuus y 60bHOTO OCTPOTO JIeiiKo3a
C TIOMOIIIBIO IIUTOMIOTMYECKOTO UCC/IeIOBaHMS Ma3-
KOB KPOBM U KOCTHOTO MO3Ta. IIpu o6HapykeHUM
B Ma3Kax KpOBM OJIACTHBIX KJIETOK MM B KOCTHO-
MO3TrOBOM ITyHKTaTe >20% 67aCTHBIX KIETOK MOXK-
HO TOBOPUTDb O HAIMYMUM Y GOTBHOTO OCTPOTO Jieit-
Ko3a.

Bropoit 3sTam AMarHoCTMKM — paspaeneHue
OCTPBIX JIEJAKO30B Ha JIBe I'PYIIbI: OCTPbie HEeTUM-
(dobracTHbIe JIEMIKO3bI ¥ OCTPbIe JTUMQPOOIACTHbIE
Jietiko3bl. C 3TOJ 11e/1bI0, KpOMe IIMTOIOIMUEeCKOTO,
OCYIIIeCTBISIeTCS IUTOXMMMUUYECKOe ¥ UMMYHOJIOTU-
yecKoe MCCIeqoBaHe 00pasioB KOCTHOTO MO3ra.

TpeTuit atan OMarHOCTUMKMU — TIOApa3jesieHNne
OCTPBIX JIEITKO30B Ha (GOPMbI, XapaKTePU3YIOIIeCs
ompeneeHHbIM ITPOTHO30M U OCOOEHHOCTSIMMU Te-
panuu. [Ijis 3TOro HapsiAy C BblllleriepeuncieHHbI-
MU MeTOJaMM UCCIeOBaHUS UCIIOTb3YIOTCS IIUTO-
reHeTUYecKue, MOJIEKYIIPHO-TeHeTu4YecKue, uM-
MYHOTMCTOXMMMUUECKME U HEKOTOpbIe Apyrue me-
TOAUKU.

JleueHue reauaTPUIECKUX MTAIIIEHTOB C OCTPHIM
AM@OGIaCTHRIM JIEIIKO30M, acCOLMMPOBAHHBIM
¢ Ph-xpomMocoMoii, MPOBOAUTCSI B COOTBETCTBUM C
nmpotokonioMm EsPhALL: Amendment proposal An
open-label study to evaluate the safety and effi-
cacy of IMATINIB with chemotherapy in pediatric
patients with Ph+/BCR-ABL+ acute lymphoblastic
leukemia (Ph+ALL) [8].

Heo6xogumMo OTMETUTb, UTO OCTPbIA auMdO-
6/acTHbBIN Jieiiko3 ¢ Ph-XxpoMocoMoii OTHOCST B
TPYIIIY BBICOKOTO PUCKA HE3aBUCHMMO OT APYTUX
KJIIMHUKO-TE€MAaTOJIOTMYECKUX OCOOEHHOCTeN WIn
HaJIMUMS TOIMOMHUTENbHBIX XPOMOCOMHBIX M3Me-
HeHMi. BbIsiBIeHMe TaKuX OOJbHBIX MIMEET KU3-
HEeHHbIE TTOKAa3aHMs, ITOCKOJIbKY V HUX €CTh IIaHC
IIUTETbHOTO 6e3pelMAVBHOTO BbIKMBAHMS TOJb-
KO TIOC/Ie TPaHCIUIAHTAlMY KOCTHOTO MO3Ta, Mpo-
BeJIeHHOJ BO BpeMs MepBOi MM BTOPOI peMucC-
cuii [9-11].

KNTUHUYECKOE HABNIOAEHWUE

MauuenTka C., 9 jeT, mony4yaeT JedyeHue B OT-
JeleHuu IOeTCKOM OHKoremartonoruu WHCTUTY-
Ta HEOTJIOXHOM M BOCCTAaHOBUTENbHOV XUPYPIUU
um. B.K. I'ycaka r. JoHenka c aBrycra 2019 ropa no
HacTosIiee BpeMs. JleBouKa IMOCTYIIIA C JKaaoba-
MM Ha 061y c1a60CTb, TOOBOKPYKEHME, [IIYM B
yiax, 60Jib B TOJIEHOCTOITHBIX CYCTaBaX.

V3 aHamMHe3a 3a060jieBaHUsST U3BECTHO, UTO pe-
6eHKa cuMTaay 601bHBIM B TeueHne 10 gHelt o mo-
CTyIIeHMsI B OTaeneHue. 3abojeBaHue HaAYaIOCh
OCTpO, KOTJIa Y Hee MOBbICUJIACh TeMIlepaTypa Tesa
oo (ebpuabHbIx LUdp, oTMeuanach 60e3HEH-
HOCTb IIpM roTaHuu. O6paTUINCh K Bpauy Mo Me-
CTY JKUTEJIbCTBA, B 06IIIEM aHa/IM3€e KPOBU BbIIBUIN
aHemuIo jerkoii crenenu Tsskectu (Hb 106 r/n). Ila-
LIVeHTKe GbII0 HA3HAUEHO CUMIITOMATUUYeCKoe Jie-
yeHMe, Ha (PoHEe KOTOPOTO COCTOSIHME YITYUIIAIIOCD.
OnmHako uepes 2 IHS CHOBA CTa/Ii OTMeUaThCs SIU-
3071l TTOBBIILIEHNS TEMIIEPATYPBI TeJla 10 he6puIb-
HbIX 1T GP. CocTOsAHME E€BOUKM ITPOIOJIKAIO YXYII -
IIaThCS: HApocya c1aboCTh, OSIBUJICS IITYM B yIIIax.
[ToBTOPHO 06PATUIMCH K Bpady, TPy UCCIeT0BaHUM
KpoBu Hapocia anemust (Hb-78 r/m), mosiBuiics jieii-
KounTo3 (13,4 I'/m). TlaumeHTKa OblIa HaIrlpaB/ieHa
B MHBX umM. B. K. I'ycaka Ha KOHCY/IbTALIMIO K JI€T-
CKOMY TeMaToJIOTy. B KOHTPOJIbHOM KJIMHNYECKOM
aHa/IM3e KPOBU BbISIBJIEHbI aHEeMMSI TSIKeJIOi CTe-
rmeuu (Hb-58 r1/m), rmybokas TpOMOGOIMTOIEHMS,
nerikounTos (13,9 I'/n), 6imacto3 (59%). IauneHTKa
6bLJIa TOCIIUTAIM3UPOBAHA B OT/Ie/IeH e OHKOreMa-
TOJIOTUM JIJ151 JeTeit.

V3 aHaMHe3a >XM3HM M3BECTHO, UTO [IeBOYKa
powia M pa3BMBAIACh COOTBETCTBEHHO BO3PacTy.
Ha nucrniancepHom yueTe He cocTosuia. OTSroiieH
ceMelfHbIiT OHKOJIOTMYeCKIii aHaMHe3.
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[Tpy 06BEKTUBHOM OCMOTpPE Ha MOMEHT ITOCTY-
IUIEHNST COCTOSTHME pebGeHKa TsiKesroe, 00yCIoBIIe-
HO aHEeMMUYECKUM Y MHTOKCUKAIMOHHBIM CUMHPO-
MaMmu. JIuxopagut Ha (GeOpMIbHbIX Iudpax. Bsa-
Jiasi, BhIpakeHa o611as ¢/1abocTh. KosKHbIe TOKPOBBI
pesKko 6yiemHbIe, C BOCKOBUIHBIM OTTEHKOM. JIUIIO0
omyTioBaTOe. YBeNMueHbl mepudepudeckme JImMM-
dbaTtudeckue y3yibl BO BCEX TPYIIITaX, MHOXKECTBEH-
Hble — 70 2,5-4,0 cM, 60/bllle B MOJUETIOCTHON U
nepenHeneiiHoi ob6mactax. Cnusucras 0600YKa
IOJIOCTU pTa GliefHast, eIMHUYHbIE TeMopparmue-
CKMe 3JIeMeHThI Ha MSITKOM Heb6e. B jerkux mpixa-
HJe Be3UKY/ISIPHOE, XPUITOB HeT. TOHBI cepAlia put-
MMWYHbBIE, CUCTOMYECKUIA IITyM Ha BepxyIluke U B V
Touke. Taxukapaust o 110 ygapoB B MuH. JKUBOT
yBeJIMYeH B pasMepe: mevyeHb +8 CM, celie3eHKa —
Kpait Ha 4 Tajblla HYDKe ITyTovHOoM uHuu (+15-18
CM), OpraHsl IUIOTHbIE. [TepKyccus KocTeit 6omes-
HeHHas. CTy/T M MOYEMCITyCKaHMe He HapyIIeHbl.
JTomoJIHUTEeIbHbIE METOIbI MCCIeIOBAHMS

Knuanyecknii aHanam3 KpoBM TIpU TOCTYILIE-
HUM BBISIBUJI aHEMMUIO TSIKEJIO CTereHU, TeKOLM-
TO3, 6;actos (3p. — 2,0 T/n, HB - 58 r/a, LI - 0,87,
Tp. — eIVMHUYHbIe, JIeiiK. —13,9 I'/n, 61acTsl — 59%,
C.H. - 1%, 1. - 40%, COD - 5 MmM/uac, aHM30- ¥ I10¥i-
KUJIOIIATO3 BhIPaskeHbI).

Buoxumuueckue IoKaszaTeau KpoBu — 0Oes
ratonoruu (oburuit 6emoxk — 61,0 /71, GWIMpy-
O6uH o061, — 17,1 MKMOJb//T; GUAMPYOUH TPSIMO¥
- 4,26 MKMOJIb/N; GUAUPYOUH HempsiMoi —12,84
MKMosb/n; AJIT — 39 E/n, ACT - 68 E/n, MmoueBMHa
- 2,9 MMonb/n, KpeaTUHUH — 64,0 MKMOJIb/JI, aMU-
nasa — 29 E/n, kanbumii — 139,8 MMoab/J1, Kaamuii —
3,81 MMonb/i).

Koarymorpamma B HOpMe (IIpOTPOMOMHOBBIN
unpekc (IITU) — 94%, pacTBopuMble (GUOPUH-
MoHOMepHbIe KoMmiuieKkchl (POMK) — 3,0 mr, du-
6punoreH — 2,0 r/m).

B o61em aHam3e MOUM OTK/IOHEHMIT OT HOPMBI
He 06HAPYKEHO.

Pentrenorpadust opraHoB IPyAHOM KJIETKM Ma-
TOJIOTMU CO CTOPOHBI JIETKUX U CEPHlla He BBISIBU-
na.

AHanm3 CIIMHHOMO3TOBOI XUIKOCTM B HOpME
(beciBeTHAasI, MPO3pavHasi, IUTO3: 1 KJIeTKa B MKII,
6enok: 0,23r/m).

ITo manHbiM MPT rojioBHOro Mmo3ra, o4aroBoii 1
06beMHOJI TTaTOJIOTUM BeleCcTBa roJIOBHOTO MO3Ta
He 06HAPYKEHO.

V3U opraHoB OPIOIIHOI ITOJIOCTY U 3a6PIOIIMH-
HOT'O IPOCTPAHCTBA BBISIBUIO 3XOIMPU3HAKU CILIe-
HOMerainu, 3a6pIoMHHOI TnMdageHOIaTUMN.

B KOCTHO-MO3TOBOM ITyHKTaTe comepskaHue
671acTHBIX KIeTok — 70-80 % B mpemaparax. dpu-
TPOMIHbBIA POCTOK IIPEICTABIEH eAUHUYUHBIMU 3]Ie-
MeHTaMM. MerakapuoLuThl B IIperapaTax He 06Ha-

DY>KEHBI.
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IlaHHbIE YU TOXMMMUYECKOTO MCCIeIOBAHMS KOCT-
HOT'O MO3Ta: peakius Ha IIMKOTEH OI0KUTEeTbHAas
B TPaHYISIPHOV (GopMe B eIVHUYHBIX OIaCTHBIX
KneTKax. Peakiusi Ha UMb OTpullaTe/ibHas. Pe-
aKIMs Ha MTepOKCUIA3y OTpULIaTeNIbHAS.

VuutbiBast MOPQOJIOTHIO 61aCTHBIX KJIETOK U 11 -
TOXMMMWYECKME peakiuy, MOKXHO mymaTb 06 OJIJI,
MopdosornueckoM tumne L1-L2.

Iyia MoATBepKIEeHMST AMarHosa 3abopbl MaTe-
pPHMAJIOB OBV OTIIPAB/IeHbI B pedepeHTHYIO 1a60-
paToOpuI0 pecIybIMKaHCKoi 6ombHMUITBI «OXMAT-
HET» r. Kuesna.

[MonyyeHO cemyoniee 3aKIIOUEHNE: TIPU HOP-
MaJIbHOM KOJMIMYECTBE KJIETOUYHBIX 3JIEMEHTOB B
rperapare KOCTHOTO MO3Ta OTMEYaeTCs] MHOMUIIb-
Tpauus 6JacTHbIMM KiaeTKaMu (96,2%). OTHOCH-
TeJIbHOe KOJIMUYeCTBO 6JaCTHBIX KJIETOK B mepude-
pUUecKoit KpoBu — 57%. Bce poCcTKM KpOBETBOpPE-
HMSI YTHETEHbI. YUNTBIBAsI JaHHbIE T€MO-, JIEHKO-,
MMEJIOTPaMMBbI ¥ IIUTOXUMMUYECKUX VCCITeTOBAHNIA,
MOXXHO JyMaTb O HaJMUMU y HAIMEHTKU OCTPOTO
aumMdo6IacTHOTO Jeiiko3a, PAB- BapuauT L2.

[Tpr MMMYHOMDEHOTUIIMPOBAHUM B TIperapare
KOCTHOTO MOS3Ta BBISIBJIEHA TIOIMYJISIINS GIaCTHBIX
KJIETOK, (PEHOTUIT KOTOPOJi COOTBETCTBYET (eHOTH -
1y B-KkieTouHoro octporo JmnmMbo6IacTHOTO Jieii-
KO3a.

Monekynsipao-renetnveckas I[P - wmccreno-
BaHMe 3Kcrapeccuyu oHkoreHa BCR/ABL B o6pasiie
KOCTHOTO MO3Ta — 0OHAPY>KMIa 3KCIIPEeCCUI0 OHKO-
reHa BCR/ABL; t(9;22)(q34;q11); Tpanckumnt p190.

Ha ocHoBauumn TTOJTyYE€HHBIX KJIMHUKO-
7a60paTOPHBIX MTaHHBIX IMAlMEHTKe ObUT YCTAHOB-
JIeH IMarHOo3: OCTPbIii 1MMGOO6IaCTHbIN J1eiiko3, L2
o ®AB-KkmaccuuKanmu, ¢ IKCIpeccueii OHKoreHa
BCR/ABL (Ph-mo3utusHbIit), ITHC 1, 1-it ocTpblii
nepuog. Kog mo MKB-10 C91.0.

[eBouke HayaTo JieyeHue IO IPOTOKOIY Es-
PhALL-2010. CornacHO cTpaTuhMUKALMK MTalieHT-
Ka OTHeceHa B BBICOKYIO rpymiry pucka. [Tomyumia
XUMMOTEpanuio B o0beMe I mpoTokona (MpemHu-
30510H 40 Mr/mM?, 4 BBeIeHUsI BUHKpUCTMHA 1,5 Mr/
M2, mayHopy6uumHa 30 mr/m?, 8 BBemeHmit L- acma-
parunassl 10000 EJI/m?, umatuuau6 B mo3e 300mr/
M2, MHTpaTeKa/JbHbIe BBEAEHMSI MeETOTpeKcara); 3
6J10Ka BBICOKOMO3HOI xumuorepanuu: HR 1 (mek-
cameTa3oH 20 mr/m2, BUHKPUCTUH 1,5 mr/m?, 1im-
To3ap 2 /Mm%, MeToTpekcaT 5 r/m?, nukiaodochax
200 mr/m?, L- acnaparunasa 25000 EII/m?, umaTu-
Hu6 300 Mr/M2, MHTpaTeKaabHble BBEIEHUS METO-
TpeKkcaT/IuTo3ap/npegHn3onoH); HR 2 (mekcame-
Ta3oH 20 Mr/m?, BUHOGIACTUH 5 Mr/M?, TayHOPYOU-
uuH 30 mr/m?, metoTpekcat 5 r/m?, udochamun
800 mr/m?, L-acnaparuuasa 25000 EII/m?, umatu-
Hu6 300 Mr/M2, MHTpaTeKaabHble BBEIEHUS METO-
TpeKkcaT/iuTo3ap/npegun3onoH); HR 3 (mekcame-
tasoH 20 Mr/m?, uuTosap 2 r/m?, MeToTpekcar 5 1/
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m?, Beriesup, 100 mr/m?, L- acmaparunasa 25000 EJI/
M2, umaTuHM6 300 Mr/m?, MHTpaTeKajJbHbIe BBELe-
HMSI MEeTOTpeKCaT/IMTo3ap/mpegHn3010H). [IpoTo-
Ko II N21 (umatuaum6 300 mr/m?, mekcameTtasoH 10
mr/m?, 4 BBeieHus BUHKpuUCTMHA 1,5 mr/m?, 4 BBe-
menus L-acmaparuuasel 10000 EI/m?, mukinogoc-
daun 1000 mr/m?2, 2 6510Ka LUTO3apa 75Mr/m?).

Ha 33-ii medb Tepamuyu 6bUla JOCTUTHYTA
KJIMHMKO-TeMaTojornyeckass pemmccusi. OmHaKo
IIPY KOHTPOJIbHOM OITPEIeIeHUM SKCIIPECCUM XU-
MepHbIX reHOB MeToaoM [TI1P (®I'BY «HMUIIL A0
uM. [I. PoraueBa» M3 P®) y 60/IbHOI COXpaHSIET-
CSI IOJIOXKUTENIbHBIN CTATYC. DKCIPECCUsT XMMepHO-
ro reHa BCR/ABLI p 190 cocrasnsieT 0,06% OT KOH-
TposibHOTO reHa ABL.

TapreTHbIli ITpenapaT MepBOI JUHUM UMATU-
HMG 3aMeHeH ITperapaToM BTOPOI IMHUM Ta3aT-
Hu6 cormacHo mporokony ESPhALL-2010.

Ha MomeHT HammcaHusi CTaTbM JeBOUKa IIPO-
JlOJKaeT MOoayyaTh MHTEHCMBHYI0 XMMMUOTEPaninio
1o mpoTtokoy EsPhALL-2010.

SAKNIOYEHHUE

TakuM 006pa3soM, MpUBEIEHHOe HaAMMU KIMHU-
yeckoe HaOMofeHue MPeaCTaBsSIioT MHTepeC IJIs
IeTCKMX [eMaTOoJIOTOB, IeAMAaTPOB U Bpaueli ob1eii
MPaKTUKA B CBSI3U C PEAKOCTHIO COUETAHMS OCTPO-
ro a1mMdOo6IaCTHOrO JIeiKo3a ¢ punamenbhuiickoii
XPOMOCOMOJ1 B IETCKOM BO3pacTe, TSHKECThIO Teve-
HUST 3a60/1€BaHUS U IJTUTEIbHOCTHIO JIEUeHMSI.

MLIL Jlumapenko’, E.H. Mapuenko', B.IO. 3adsixaiino’, A.A. Pa6ko’, B.H. Coko/oa’

OO0 BIIO «/loHeykuti HayuoHa sHulli MeduyuHckuli yHusepcumem umeHru M. Topvkozo», JJoHeyk
TV «MHCmumym HeomJIoxHoU u 8occmaxosumevHoli xupypeuu um. B.K. I'ycaka», /loHeyk

CIIYYAY JUATHOCTUKHU OCTPOTO JINMM®OBJIACTHOT'O JIEMKO3A,
ACCOLIMMPOBAHHOTI'O C PH-XPOMOCOMOU, Y PEGEHKA

B cTaTbe 13/105KeHbI 0COGEHHOCTY IMAarHOCTUKM, KITH-
HUYECKUX TTPOSIBIIEHIA U JIeUeHUSI OCTPOTo IMMdoO6acT-
HOTO JIeiik03a, acCoIMMUpoBaHHOTO ¢ Ph-Xxpomocomoii, y
nereil. OTpakeHa MCTOPUS OTKPbITUS buaamenbbuii-
CKO#1 XpoMocoMbl. [IpMBeneHO COGCTBEHHOE KIMHUYe-
ckoe HabmomeHue pebeHka 9 Jet. [TomUEpPKHYTa Bak-
HOCTh 06C/IEIOBAHMST IeTel C OCTPBIM JTMMQOGIaCTHBIM
JIeitko30M Ha Haimmnuue bunanenbGuitckoit XxpOMOCOMBI.
OcTpaiit mnmdo6IaCTHBIN J1efiko3 ¢ Ph-xpomocomoii oT-
HOCSIT B IPYIIITY BHICOKOTO PMCKA HE3aBUCUMO OT APYIUX

KJIIMHUKO-TEMATOIOTMYECKMX OCOOEHHOCTEeN MM Haau-
Yisl TOMOTHUTENbHbIX XPOMOCOMHBIX M3MeHeHMit. Bbi-
SIBJIEHVE TaKUX GObHBIX MMeeT JKM3HEeHHbIe TIOKa3aHUSI,
TTOCKO/IbKY Y HUX €CTh IIaHC JJIUTETbHOrO 6e3penyanB-
HOTO BbDKMBaHMSI TOJBKO I10OC/Ie TPaHCIIAaHTAL[MM KOCT-
HOTO MO3ra, IpOBeIeHHOI BO BpeMsI [IepBOii UM BTOPOit
peMUCCHUit.

Knouegsle cnoea: octpblit 1MMp0oO6IACTHDIN JT€IKO3,
dunagenpduiickass xpomocoma, IeTH.

M.P. Lymarenko’, E.N. Marchenko’, V.Yu. Zadykhailo', A.A. Ryabko?, V.N. Sokolov’

ISEI HPE «M. Gorky Donetsk National Medical University», Donetsk
2SI «V.K. Gusak Institute of Urgent and Reconstructive Surgery», Donetsk

A CASE OF DIAGNOSIS OF ACUTE LYMPHOBLASTIC LEUKEMIA

ASSOCIATED WITH PH-CHROMOSOME IN A CHILD

The article describes the features of diagnosis, clin-
ical manifestations and treatment of acute lymphoblas-
tic leukemia associated with the Ph-chromosome in chil-
dren. The history of the discovery of the Philadelphia
chromosome is reflected. The own clinical observation of
a 9-year-old child is presented. The importance of exam-
ining children with acute lymphoblastic leukemia for the
presence of the Philadelphia chromosome is emphasized.
Acute lymphoblastic leukemia with a Ph- chromosome is

classified as a high-risk group, regardless of other clinical
and hematological features or the presence of addition-
al chromosomal changes. Identification of such patients
is vital, since they have a chance of long-term relapse-
free survival only after bone marrow transplantation per-
formed during the first or second remission.

Key words: acute lymphoblastic leukemia, Philadel-
phia chromosome, children.
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