KJIMHUYECKMUI CITYHAM / CLINICAL CASE

Bormpock! onkonoruu, 2026. Tom 72, Ne 2
VK 616-006.446-053.2
DOI 10.37469/0507-3758-2026-72-2-OF-2503

© E.C. Jlvieuna', B.A. Cmynaxosa’, JI.A. Bopobvesa®, U.JI. Huxumuna',
IO.B. quuuxuna'

XpoHnYecKUil MUEJTOMIHBIN JIeHKO3 y JeTeii:
0030p JMTEpaTypbl, KINHUYECKHe HAOII0NeHus!

!®eepanbHOE rOCYIApCTBEHHOE OOMKETHOE yupexaeHue «HaluoHambHBI MEIUIUHCKHI HCCIICI0BATEIIBCKUI
neHTp umeHn B.A. AnmaszoBa» MunuctepcTBa 31paBooxpaHenus: Poccuniickoit ®@enepanuu, Cankr-IletepOypr,
Poccuiickas denepauns
>Cankr-IlerepOyprekoe rocyapcTBeHHOE OIODKETHOE YUPEKIACHHE 3APABOOXPAHEHHUSI
«Jerckmii canaropuii «Conueunoe», Cankr-IlerepOypr, Poccuiickas ®eneparius

© Elena S. Lygina', Viktoria A. Stupakova', Ludmila A. Vorobyeva®, Irina L. Nikitina’,
Yulia V. Dinikina’

Chronic Myeloid Leukemia in Children:
A Literature Review and Case Reports

'V.A. Almazov National Medical Research Centre, Ministry of Health of Russia, St. Petersburg, the Russian Federation
*Rehabilitation pediatric Centre “Solnechnoe”, St. Petersburg, the Russian Federation

XpoHHYEeCKH MHETOUIHBIH Jeiiko3 (XMJI) sBrusercs
KpaliHe peakuM 3a0o0JeBaHMEM B IMEAMATPUUECKOH MpaKTH-
Ke, HacuuThIBas 10 2-3 % Bcex cllydaeB JICHKeMHM y AeTel
go 15 nmer m 10 9 % y HManMEeHTOB MOAPOCTKOBOTO BO3pacTa
(15-19 ner). [Auarnoctuka u nedenue XMJI y nereit u moa-
POCTKOB MMEIOT psii OTIMYUI MO CPaBHEHHIO CO B3POCIBIMH,
YTO, HApAAy C PEOKOCTHIO MATONOTHH, aKTyalH3HpyeT Ipes-
crapsieMyto npoonemy. XMJI y nereit moxer uMeTh Oonee
arpeccCHBHOE TEYeHHE, OOYCIIOBIMBASI TSDKECTh KIMHHYECKOH
CHIMITOMATHKN B Je0roTe 3a001eBaHus.

B crarbe mpencraBieHo omucaHHe KIMHUYECKHX CIyuaeB
XMJI y manueHTOB JETCKOro BO3pacTa ¢ aKIEHTOM Ha 0Co-
OeHHOCTH /1e010Ta 3a00NIeBaHMs, CIIEKTP ACCOIMMPOBAHHBIX OC-
JIOKHEHHH, MOAXO/bI K CHEUU(PUIECKOH U COMPOBOANUTEIBbHOM
Tepamuu.
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Chronic myeloid leukemia (CML) is an extremely rare
disease in pediatric practice, accounting for only 2-3 % of all
leukemias in children under 15 years of age and up to 9 %
in adolescents (15-19 years). The diagnosis and treatment of
CML in children and adolescents differ in several aspects from
those in adults, which, combined with the rarity of the pathol-
ogy, makes the issue particularly relevant. CML in children
may have a more aggressive course, often resulting in severe
clinical symptoms at disease onset.

This study presents clinical case reports of CML in pedi-
atric patients, with a focus on the specific features of disease
presentation, the spectrum of associated complications, and the
approaches to both specific and supportive therapy.

Keywords: chronic myeloid leukemia; children; targeted
therapy; tyrosine kinase inhibitors; complications

For Citation: Elena S. Lygina, Viktoria A. Stupakova,
Ludmila A. Vorobyeva, Irina L. Nikitina, Yulia V. Dinikina.
Chronic myeloid leukemia in children: A literature review
and case reports. Voprosy Onkologii = Problems in Oncology.
2026; 72(2): 00-00.-DOI: https://doi.org/10.37469/0507-3758-
2026-72-2-OF-2503

<1 Kouraktsl: JIeiruna Enena Cepreesna, lyginale@yandex.ru

BBenenune

XpOHUYECKHH MHUETOUTHBIA Jieliko3 (XMJI)
SIBIISIETCS.  KJIOHAJIBHBIM ~MHEJIONpOoiIr(epaTHBHBIM
3a0onmeBaHreM, OOYCIIOBIEHHBIM  OOpa30BaHUEM
xumepHoro reHa BCR-ABLI B pe3ynbTare peLu-
MIPOKHOM TpaHCJIOKAIMK MEXIy XpoMocoMaMu 9
u 22 [1]. Mopdomnorndeckass kaptura mpu XMJI
XapaKTepHU3yeTCsl TUIEPKICTOYHBIM KOCTHBIM MO3-
TOM, HEKOHTPOJIUPYeMOU mponudepaueii Mueo-

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2026.

UAHBIX KJIETOK, YTO MPUBOAUT K MOSBICHUIO M30bI-
TOYHOTO YHCJIa He3peNblX (opM TpaHyIOUHUTOB H
UX IPEIIIECCTBEHHUKOB B NEepU(EpUIECKOl KPOBH,
ONpeseNsisl XapakTep KIMHUYECKUX THPOSIBICHUM
3a007I€BaHMsI ¥ PUCKHA PA3BUTHUS aCCOLMHUPOBAHHBIX
ocnoxkHeHu# [1].

XMJI npeumylecTBEHHO pErucTpupyercs y
B3pOCIBIX, B TO BpEeMs Kak B IETCKOM BO3pacTe
coctapnsieT MeHee 10 % ot Bcex cimyuaeB XMJI B
norynsun, He 6onee 2—-3 % OT Bcex ciydaeB JieH-


https://www.teacode.com/online/udc/61/616-006.446.html
https://doi.org/10.37469/0507-3758-2026-72-2-OF-2503
https://doi.org/10.37469/0507-3758-2026-72-2-OF-2503

DOI 10.37469/0507-3758-2026-72-2-OF-2503

KO30B y nieteit muamme 15 et u 10 9 % B Bo3pacTte
15-19 ner [2-4]. B cOOTBETCTBUU C SIUJIEMHOJIO-
TMYECKUMH JTAaHHBIMH, MOKa3aTelb 3a00JIeBaCMOCTH
XMJI Bapwsupyetr ot 1 mo 2,5 ma 1 000 000 mer-
CKOTO HACEJIEHMs B TOJ U YBEIMYMBACTCS IO MEpe
B3pocnenus [1, 3]. Y muanennes XMJI BcTpeuaeT-
cs KpaiiHe penko [3].

B cBsizu ¢ peakocTeio 3a0oneBaHHS y JeTeH
(hakTOpBl pHUCKa /IS TEAUATPUYCCKON MOIYIISIIH
HE OMpENEeJeHbl, Y B3POCIbIX TAKOBBIM MOXET SB-
JIATHCS MOHM3HpYIOIee n3mydeHue. Onucanbl Ciy-
yan pa3BuThs XMJI kak BTOpUYHOTO 3a00JICBaHHUS
nocjie MEepeHeCeHHOW JIyueBOW W/WIM XHMHOTepa-
Ui TAMGOMBI  XO/KKUHA WU HEXOKKUHCKUX
muM@poM. JIaHHBIX O HAJIMYUKM CEMEWHOW Ipeapac-
MOJIOKEHHOCTH HET, Tak Kak yactota XMJI He yBe-
JIMYUBAETCSl CPENU 3/10POBBIX OpaTheB M cecTep, a
TaKXKe Cpean OJIM3HEIOB, TNe OJWH U3 JeTed OoJeH
[1, 4, 5].

Y nereli, kak mnpaBwio, XMJI umeer Ooiee
arpeccuBHoe Teuenue [3, 5]. Ecim y 20-50 %
B3pOCTBIX 3a00JIEBAaHHE MOKET MPOTEKaTh OECCUM-
INTOMHO M CTaHOBUTCSI CIy4YalHOM HaXOIKOM IpH
WCCIICZIOBAHUY KIIMHUYECKOTO aHaju3a KPOBH, TO Y
JeTell Hepenko B Je0IoTe PerucTpUpyIOTCsS acTe-
Huueckuit cuaapom (30 %), muxopanka (30 %),
cHkeHue Beca (5 %), reMopparnyeckue OCIOXk-
Henust (5 % ) [6, 7]. CormacHo NUTepaTypHBIM
JTaHHBIM, B 14 % BBIABIAIOTCS 3KCTpaMenysUIIpHbIE
oyaru (IOpakeHHWEe KOXKH, MATKHUX TKaHEW, KOCTeH
u 1eHTpanbHoi HepBHOW cucrembr (LIHC) [1, 7].
XapaxkTepHoii 0cOOeHHOCThI0 MaHupectanuu XMJI
y JIeTel TakKe SIBJIAETCS BhIPAXKEHHBIN TUIepIIehKo-
uTo3 10 250 ThIC./MKI C OOJBIIUM KOJIUYECTBOM
61acToB B nepudepruveckoil KpoBH, B TO BpeMs Kak
y B3pOCIIBIX MAIMEHTOB CPEIHEe KOIUYECTBO JIEH-
KOLIUTOB TPU MMOCTAHOBKE JUArHo3a KoleOnercs: oT
60 mo 150 TeIc./™MKI [1, 8]. [ToMuMO M3MEHEHHI B
remMorpamme, KIMHUYECKH 3HAYUMBbIM CHMIITOMOM
y [neTeil ABNSEeTCS BBIPAKEHHAS CIUIEHOMETAJHS.
VBenn4yeHne CeNe3eHKH, B CPEJHEM, COCTABISET
mo + 8 cM HIKe pedepHOW IyrH, HO MOTYT pe-
TUCTPUPOBATHECS W 3HAYUMO OOJBIIHE pa3Mephl
(> 20 cm) [8].

Haubonee gacto BCTpeyaronmMucs OCIOKHEHH-
amu B aebrore XMJI, mpeumyiiecTBeHHO B (a3bl
OmacTHOTO KpHW3a WM TPOABHHYTOM aKceiepa-
WU, SBISIFOTCSI CHHJIPOM OCTPOTO JIM3KCA OITYyXOJH
(COJIO), runiepneiikoruros (I'JI), remopparudeckue
1 WH(EKIIMOHHBIE OCIIOKHEHHS, 9TO TpeOyeT CBOEB-
PEMEHHOM MHHUIMALMK COIPOBOAUTEIBHON TEpauu
[6].

B ocuHoBe mumarHoctuku XMJI nexut mopdo-
JIOTHYECKOE HCCIeoBaHue TMepudepudeckoil Kpo-
BA C OLEHKOW JIGHKOIUTAPHOU (OPMYIBI, YPOBHS
OnactoB, 0a30(pMIOB, TPOMOOIIMTOB, a TAKXKE MOp-
(domorudeckoe W IUTOTCHETHYECKOEe UCCIIeI0Ba-
HUSL KOCTHOTO Mosra. Jlist Bepuukanuu AHArHO-

32 KJIFOUEBBIM SIBJSICTCSI BBISABICHUE TPAHCKPUIITA
BCR::ABLI MeTonoM KaueCTBEHHOM MOJMMEpa3HOil
uenHod peakiuu (I1L[P) [9]. JlomonHUTEIEHBIM
METOZOM CIyXUT KonuuectBeHHas 1P, ocHoBHas
LIeTIb KOTOPOM 3aKJII04aeTCsl B OMPEICICHUH YPOB-
HS OTHOCHUTEIIBHON SKCIPECCHH XHUMEPHOTO TeHa
BCR::ABLI no MeXAyHapOJHOU IIKAJE, YTO MOXKET
OBITh MCIIOJIB30BAHO C 1IETbI0 MOHHTOPHHIA MOJIE-
KyJISIPHOTO OTBETa Ha TEPaIrUi0 WHTHOUTOpAMH TH-
posunkunaz (UTK) [9]. Ilposenenne FISH (duyo-
PECIICHTHOHN THOPUIU3AIINH in Siti) PEKOMEHIOBAHO
Ipy  HEUH(POPMATUBHOCTH CTAHJIAPTHOTO IIUTOTE-
HETUYECKOTO HCCIIETOBAHUS, MPU CKPBITHIX IEpe-
CTpOIiKaX, BBISBICHUW CJIOXHBIX TPAHCIOKAIMHA C
BOBJICUCHUEM TpeX MU 00Jee XPOMOCOM, a TaKXKe
npu orcyTcTBUU dKctipeccuu BCR::ABLI p210 nu
HEBO3MO)XHOCTH BBISIBJICHUSI aTUIHYHBIX BaAPUAHTOB
XUMEpHBIX TpaHckpurntoB metomom IILIP [6, 9].

B 3aBucumoctu ot touku paszpeiBa, JJHK BbI-
JIEJISIIOT HECKOJIBKO PEerMOHOB — TIIaBHBIN (major)
kmactepuslii  pernon  BCR  (M-BCR), wansrid
(minor) BCR (m-BCR) u wmukpo (micro) BCR
(u-BCR), aTO ompenenseT CHHTE3 pa3IudHbIX OeI-
koB p210, p190 u p230 BCR-ABLI1 [5]. Panee
CUHUTAJIOCH, YTO MOJIEKYJIIPHO-TEHETHYECKNE COObI-
THS, JeKaIlue B OCHOBe ImaroreHe3a XMJI, mmeroT
OJIMHAKOBYIO IIPUPOJLY Y B3pOCIbIX U jeTelt. OnHa-
KO Ha CETONHAIIHWN NEeHb CTajI0 OYEBUIHBIM, UTO
U3MEHEHHS] TeHOMAa B JIETCKOW TMOMYJIALUU UMEIOT
Oosee CiOKHBIN XapakTep. XuMepHbIil reH BCR—
ABLI1 axtuBupyeT OOJBIIOE KOJIMYECTBO OHKO-
TEHHBIX CUTHAJIBHBIX NyTeH, BKItOUarImux PI3K/
AKT/mTOR, RAS/RAF/MEK/ERK wn JAK/STAT,
AMEKIIUX OTHOIIEHUE K TpaHchopmamuu 310po-
BOM KJIETKH B HEOIUIACTHYECKYIO W TMTPUHUMAFOIIIIX
yuactue B natorenese XMJI [5]. Taxke mpu XMJI
BCTPEUAIOTCS PA3IMYHBIC COMATHUYECKUE MYTAIUH
B TeHax, Takmx kak RUNXI, TET2, DNMT3A,
BCOR wnmu IKZF'1, xoTOpBIE MOTYT NPUCYTCTBO-
BaTh MPH MMOCTAHOBKE TUArHO3a WJIM MOSBIATHCS B
xoze TeueHus 3abonesanus [10]. Haubonee vacto
BOBJICUEHHBIM T€HOM, OCOOCHHO Yy JeTei U Mo-
JnoneIx B3pochbix (mo 60 % cmydaeB), siBisieTcs
ASXLI [11, 12]. Hocutenu TakoBOTO HHUIIAAIb-
HO UMEIOT 0ojiee BBICOKHE YPOBEHb JIEHKOIIMTOB
U TPpOMOOIIUTOB, a TaK)KE CHUKCHHBIH OTBET Ha
tepanuto UTK, uro ompexnensier MeHee Onaromnpu-
SITHBIM mporHo3 [13].

[IpunHnMIUaIbHOE 3HAYEHUE JIs BHIOOpA TaKTH-
KM BeneHus nanueHtoB ¢ XMJI mmeer ompenene-
Hue ¢a3bl 3a00JIeBaHUs, KPUTCPUHM YCTAaHOBJICHHS
KOTOpPOW TpeAcTaBiIeHbl B Tabn. 1. B Hacrosmee
BpeMs aKTyaJbHBIMU SIBIISIIOTCS KpuTepuu European
LeukemiaNet (ELN) wu National Comprehensive
Cancer Network (NCCN) [14-16].

[TokazaHueM K LHMTOJOTMYECKOMY HCCIIE€A0Ba-
HHIO JTUKBOpa SIBIIIOTCS Momo3penHne Ha bBK w/wmm
HaJlM4le COOTBETCTBYIOIIMX KIMHUYECKUX IMOKa-
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Taoauna 1. Kputepun ompenenenusi ¢pazst XMJI, ycranoBiaennbie ELN u NCCN [14-16]

daza ELN NCCN
Xd OTCyTCTBHE KPUTEPHEB, COOTBETCTBYIOIMX JAPYroi (ase OTCyTCTBHE KPUTEPUEB, COOTBETCTBYIOLIMX ApYyroi (ase
XMJI XMJI
15-29 % GnacroB B ITK w/nnmu KM nnu 15-29 % o6nacros B 1K mmm KM.
cymma OiacroB u npomuenonutoB B [IK wmn KM > 30 % | Cymwma GnactoB u npomuenonutoB B IIK i KM
npu konuuectBe OnactoB < 30 %. > 30 %.
DA Bazodunsr B kpoBu > 20 %. bazodpuinsr B kpou >20 %.
IMepcuctnpyromas tpomGouuronenns < 100 x 10/, ne IMepcucrupyromast tpombonuroneHust < 100 x 10%1,
CBsI3aHHAs ¢ Tepamueil. HE CBs3aHHAs C Tepanuei.
JlonoaHUTeNIbHbIE XPOMOCOMHBIE AaHOMAJIMU BBICOKOI'O JIXA Bbicokoro pucka* B Ph+ kierkax, BbISBICHHbIC
pucka* B Ph+ kierTkax, BbIABICHHBIC B XOI€ TEPAIUU B XOZ€ Tepanuu
> 30 % OnacroB B KM wmu B TIK.
> 30 % OnacroB B KM wimu B TIK. o
Hanuune skcTpamMeny/IspHbIX 04aroB (3a MCKIIOUEHHEM
BK Hanuuue skcTpaMeqyJULIPHBIX 0YaroB (3a HCKIIOYEHHEM
TIEYEHU U CEJEe3EHKN).
MEYCHN U CEJIC3CHKH)
[ToBbinIeHHOE KOMMYECTBO JTMM(pOOIACTOB

[pumeuanns: XA — J0MOMHHTENBHBIE XPOMOCOMHBIE aHOMamun; XP — xponnueckas (asa; PA — ¢aza axcenepauun; BK — Omactubiii kpu3; ITIK — nepudepuyeckas kposb,

KM — xocTHbIH MO3I.

*rpucomun 8, 19; yaBoenne Ph-xpomocombl; H30xpomocoma 17; MoHOcoMHs 7; enenus 7q; NepecTpOikd XpoMOCOMHOro paiiona 3q26.2, a Takxke KOMIUICKCHbIC abeppaiud, BKIO-
vatomme ase XA u Gonee. M3 storo umciaa Hanbosnee MPOrHOCTHUECKH HEOMArONPUATHBIME ABISIOTCS 7/7q-; mepecTpoiiku 3q26.2, a Takke KOMIUIEKCHbIE abeppaluy, BKIIOYAIONIHE
nBe IXA u 6onee [17]. @A mmi BK ycTaHABIMBAIOT NPH HAJIMYMK XOTS OB OXHOTO KPHTEPHS.

Table 1. Diagnostic criteria for determining the phase of CML: a comparison of ELN and NCCN
guidelines [14-16]

Phase European LeukemiaNet (ELN) Criteria National Comprehensive Cancer Network (NCCN) Criteria
CP Absence of criteria for any other phase of CML Absence of criteria for any other phase of CML
15-29 % blasts in peripheral blood (PB) and/or bone
marrow (BM) or combined blasts and promyelocytes in PB | 15-29 % blasts in PB or BM or Combined blasts
or BM > 30 %, provided blasts are < 30 %. and promyelocytes in PB or BM > 30 %.
AP PB basophils >20 %. PB basophils >20 %.
Platelet count <100 10,/L, unrelated to therapy. Platelet count <100x 10°/L, unrelated to therapy.
New, high-risk ACAs* in Ph+ cells detected during New, high-risk ACAs* in Ph+ cells
therapy
> 30 % blasts in BM or PB. = 30 % blasts in BN or PB. o
BC Presence of extramedullary blast proliferation (except S resence of extramedullary blast proliferation (except
ry p p
in liver and spleen) in liver and spleen).
Increased number of lymphoblasts

Abbreviations: ACA, additional chromosomal abnormalities; CP, chronic phase; AP, acceleration phase; BC, blast crisis; PB, peripheral blood; BM, bone marrow.
*Trisomies 8, 19; double Ph chromosome; isochromosome 17; monosomy 7; deletion 7q; rearrangements of chromosome region 3q26.2, and complex aberrations involving two or
more ACAs. Among these, most prognostically unfavorable are -7/7q-, rearrangements at 3q26.2, and complex aberrations involving two or more ACAs [17]. The diagnosis of AP or

BP is established upon the presence of at least one criterion for that phase.

3aHuUi (TOJIOBHAsE 0OJIb, KOTHUTHBHBIC HM3MCHEHUS,
MPOTPECCUPYIOMINN  HEBPOJIOTHICCKAN  TEePUITHT,
Hapywenue 3penus) [1, 18]. Ilpu stom He cre-
JyeT 3a0bIBaTh O BEPOSTHOCTH PA3BUTHUSA TAKEIBIX
OCJIO)KHEHHH, B YaCTHOCTH TEéMOPpParnyeckux, CBs-
3aHHBIX C MIPOBEACHUEM MHBA3UBHBIX MaHUITYJISALUI
[19].

IIpu XMJI remopparuueckuii CUHIPOM sIBIISIET-
Cs PEOKHM OCJIO)KHEHHEM, C OTCYTCTBHEM YETKO-
ro MOHMMAaHUS ero MmexaHusmoB. Cpean BO3MOXK-
HBIX TIPUYHH 0O0CYXKIAroTcsl HapylleHue (QyHKIHH
TPOMOOLIMTOB, BBI3BAHHOE IUC(YHKIHOHATIbHBIMU
MerakapuonutamMu B KM, Bo3HUKarOmuil 1eduiur
thaxtopoB XIII n Bunnebpanna B mra3me kposu [1,
20]. K ¢aktopam pucka OTHECEHBI MYKCKOW IO,
azyaTckas paca W runeprnerkonurtos [21].

Crannaprom neuenust XMJI y gereit u mogpoct-
KOB, KaK ¥ BO B3pPOCJION MOIYJISIMH HallMeHTOB, SB-
nsercst ucnois3oBanue UTK [12]. 3onoTeiM cran-
JTapTOM OIIEHKH OTBETa Ha IMPOBOJUMYIO TEparuio
HUTK sasnsiercs IIIIP. MOHUTOPUHT € TOMOIIbIO
[P pexkoMenayeTcss MPOBOAUTH BCEM IAlUEH-

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2026.

TaM mocnie Hadana tepanun UTK kaxasie 3 mec.,
BKJIIOUasi T€X, Y KOTO0 JOCTHTHYTbl KOHTPOJIbHBIE
nokaszarenu oreeta udepe3 3, 6 u 12 mec. B 3a-
BHCHUMOCTH OT TOJYYE€HHBIX AAHHBIX, TPUHAMACTCS
pelIeHre O MPOAOHKEHUH JICUCHHSI WIIM CMEHE Te-
pamuu [14, 15]. Ha ceromusmnuii 1eHb peKOMEHIa-
LM 110 OLIEHKE OTBETA Ha TEPAIIUIO, IIPEIIOKCHHBIE
NCCN, B MonHON Mepe NpeACTaBIsIT aIrOPUTM
[PUHATHA TEPANEBTUUECKUX PEIIEHUH O TaKTHKe
KJIMHUYECKOIO BEIEHUS HAa OCHOBAaHUM 4YyBCTBU-
TEJIHHOCTH OIyXOJEBOTO KJIOHA II0 pe3yiabraram
MOJIEKYJISIPHO-TEHETUUECKOM ~ TUAarHocTuku  [14].
B nro6oii Touke HabOmromeHUs HeoOXOnMMa OICHKA
MIPUBEPKEHHOCTU MAlMEHTa K TEpalmuu U MexJie-
KApCTBEHHBIX B3aUMOJEUCTBUNA. B cirydyae HeonTu-
MaJbHOTO OTBETAa PEKOMEH]YeTCs TUArHOCTHKA Ha
npeaMeT MyTaluuid KUHa3HOro goMmeHa reHa BCR-
ABL, paccMOTpeTh BO3MOXKHOCTb IIMTOTEHETHYe-
ckoro uccaenoBannss KM ms ouenkn JIXA (mmpu
HeyJa4ye Tepanuu), ONpeAeIeHUs] HATMYUs MOJTHOTO
nuroreHetndeckoro orsera (IMLO) wa 12-m Mme-
csite Tepanuu (B ciydae mpexmynpexaeHus) [14].
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OcHOBO¥H 117151 IPUHATHA pemieHui B Tepanun XMJI
SIBIISIETCS. OI[CHKA MOJIEKYJISIPHOTO OTBETa, KOTOPBIi
3aBHCHUT OT ypoBHs TpaHckpunta BCR-ABLI. B co-
BOKYITHOCTH C MOJICKYJSIPHBIM TaK)Ke paccMaTpHBa-
IOT IUTOTCHETHYECKUI oTBeT (Tabdi. 2).

V OonpmmHCTBA OONBHBIX CHIIKCHHE YHCIIA
JNEHKOIUTOB Ha (DOHE Tepamuu JOCTUTAeTCs 4depe3
1-2 wepenu ot wuunmanuu WUTK, nopmanmzarus

WX YHClia TMPOUCXONUT B TeueHue 4—6 Hemenb [6].
HeoOxomumasi mponOKUTENBHOCTh NIPUMEHEHHUS
UTK mocne HOCTHKEHHUS IOJHOTO OTBETa HE pe-
IJJAMEHTHPOBaHA, & OTMEHA JICKAPCTBEHHOH Tepa-
UM COIpPSDKEHa C PUCKAMM peluIuBa 3adoJieBa-
Hus [6, 12]. Ilepenocumocts MTK ompenensiercs
Kak yJOBJICTBOPHUTENIbHASI ¢ IpeoOiafaHueM Cpean
HexxenarenbHbIX spineHuit (HS) remaronormueckoii

Tab6auna 2. Bapuantel orBeta Ha Tepanuio mpu XMJI [22]

OTtBeT Onpenenenue
Jleiixormtel MeHee 10 x 10%/.
Bazodunsr menee 5 %.
Iro B remorpamme HET MHEJIOIMTOB, IPOMHUEIOMTOB, MUEIO0IACTOB.
TpomGorutel Menee 450 x 10%/m.
Cere3eHka HE MaJbIUPYeETCs
MonekynspHblit
BMO Coornomenne BCR::ABLI /ABL1 (IS) < 0,1 % u > 0,01 %
Cootnomenne BCR::ABLI/ABL (IS) < 0,01 % u > 0,0032 % wnnu
MO 4,0 HeomnpezensieMslit yposeub BCR.:ABLI npu komuuectse ABLI > 10 000 u
< 32 000 xommit
MO Cootnomenne BCR::ABLI /ABL1 (IS) < 0,0032 % u > 0,001 % wmu
. MO 4,5 HeomnpenensieMslit yposenb BCR::ABLI npu xomudectse ABLI > 32 000 u
< 100 000 xormmii
MO 5.0 CootHomenne BCR::ABLI/ABLI (1S) <0,001 % wiu HeonpenesseMblid
i ypoBeHb BCR::ABLI npu xomudectBe ABLI >100 000 xomwmit
uTorenernueckuit
j1(0) Ph-xpomocoma B meradaszax He ompexensiercs (Ph+ 0 %)
4o Ph-xpomocoma B 1-35 % wmeradas (Ph+ 1-35 %)
MILIO Ph-xpomocoma B 36-65 % metadas (Ph+ 36-65 %)
Munl{O Ph-xpomocoma B 66-95 % wmetadas (Ph+ 66-95 %)
Her 11O Ph-xpomocoma B Gonee 95 % wmerada3z (Ph+ >95 %)

[pumeuanus: IO — nonuslit remaronoruyeckuii orser; BMO — Gonbuioit Monexynspublii orBer; [TMO — riy6Gokuii Monekynsprbiid orset; [0 — monHblil uuTOreHeTHYECKHI
orser; YO — wactnunblii uutorenernyeckuii oteer; MO — wmanbiii uurorenernyeckuii oreer; MunllO — muHuManbHbli nutoreHernyeckuit otser; 1O — umuToreHeTnyeckuii

otset; MO — Moneky/spHblii 01BeT; IS — MexIyHapojHas IIKaa.

Table 2. Definitions of therapeutic response in CML [22]

Response Definition
- WBC < 10 x 10°/L
- Basophils < 5 %
CHR - No myelocytes, promyelocytes, or myeloblasts in blood count
- Platelets < 450 x 10°/L
- Spleen not palpable
Molecular
MMR BCR::ABL1/ABL1 < 0.1 % IS (> 0.01 % )
MR 4.0 BCR::ABL1/ABL1 < 0.01 % IS (> 0.0032 % )
’ or Undetectable BCR::ABL1 with ABL1 > 10,000 and < 32,000 copies
DMR MR 45 BCR::ABL1/ABLI1 < 0.0032 % IS (> 0.001 % )
’ or Undetectable BCR::ABL1 with ABL1 > 32,000 and < 100,000 copies
MR 5.0 BCR::ABL1/ABLI1 < 0.001 % IS
) or Undetectable BCR::ABL1 with ABL1 > 100,000 copies
Cytogenetic
CCyR 0 % Ph* metaphases (Ph* 0 %)
PCyR 1-35 % Ph* metaphases (Ph* 1-35 %)
MCyR 36-65 % Ph* metaphases (Ph* 36-65 %)
MinCyR 66-95 % Ph* metaphases (Ph* 66-95 %)
No CyR > 95 % Ph™ metaphases (Ph* > 95 %)

Abbreviations: CHR, complete hematologic response; MMR, major molecular response; DMR, deep molecular response; CCyR, complete cytogenetic response; PCyR, partial cytogenetic

response; MCyR, minor cytogenetic response; MinCyR, minimal cytogenetic response; CyR, cytogenetic response; IS, International Scale; WBC, White Blood Cell Count.
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TOKCHUYHOCTH 3—4-i1 creneHu (aHemus, TpoMOOIH-
TOTICHUS, HEUTPOIICHNsT), XPOHUIECKOH YCTalIOCTH,
HapylIeHUH CO CTOPOHBI KOCTHOM M MBIIIEYHOU
cuUCTeM (apTpairus, MHAJITHSA, HEMPOU3BOIbHBIC
COKpaIlleHUs MBI, 3ajepxkka pocrta) [3], sHI0-
KPUHHBIX PacCTPOMCTB (THUITOTApaTUPEO3, 3aJepiK-
Ka TIOJIOBOTO Pa3BHTHs), KapAMOTOKCUYHOCTH [14].
[Maruentsr ¢ panHuM aeOrotom XMJI (B peTckom
BO3pacTe) moTpeOyIoT MPOIOINKEHNS Tepariu B Te-
YEHHUE MHOTHUX JIET, B TOM YHUCJIEC B TMEPUOIBI aK-
TUBHOTO POCTa W ITyOepTaTHOTO IEpHOjAa, YTO HE
HCKIIIOYAET PA3BUTUE U JPYTUX aCCOLUUPOBAHHBIX
HA [6, 12].

Eme omnoit mpobGmemoii tepanmum WUTK sB-
JseTcsl pa3BUTHE pe3UCTEeHTHOCTH. IlepBuuHas
PE3UCTEHTHOCTh TOJIpa3yMeBaeT OTCYTCTBHE OT-
Beta Ha tepanuio MTK, B To Bpemss kak BTO-
prUyHasg CBs3aHa C TMOTEpedl MOCTHUTHYTOTO OT-
Bera. Paszmnuaror BCR::ABL1-3aBucumyro u
BCR::ABL1-He3aBucumyio pe3ucTeHTHOCTh. K
MepBOM OTHOCST MYTAallMd B KHHAa3HOM JOMEHE
BCR-ABL1, runepskcnpeccuto BCR-ABL, re-
HoMHyI0 HecTabunbHOCTE. K BCR::ABL1-He3a-
BUCUMOU pe3ucTeHTHOCTH — JIXA, akTHBaLHUIO
aJpTepHATHBHBIX CUTHANBHBIX myTeit (SRC, JAK/
STAT, RAS/MAPK, PI3K/AKT), nokosmiuecs
JeHKeMHUYeCKHe CTBOJIOBBIE KJIETKHM, H3MEHEHHE
dhapmaxoxkmaetnkn WTK [23, 24]. Ilpm HEedd-
(dextuBHoctn MTK1 pexkomeHpoBaH mepexon Ha
anprepHatuBHbBIE MTK ¢ yderom MyTanuMoHHOIO
craryca [14, 24].

Panee annmoreHHas TpaHCIUIaHTAIUsl I'€MOIIOd-
THYECKHUX CTBOJOBEIX KieTok (amtoTI'CK) Obura
ONTUMAJBHBIM METOJOM JICYCHHUS JAeTed U MOoj-
poctkoB ¢ XMJI, HO Ha CEroAHAIIHUN JE€Hb, yUH-
ThIBasi 3HAYNMOE TpeodiagaHe acCOIMUPOBaHHOMN
TOKCMYHOCTH METO/Ia B CPAaBHEHHHU C TapreTHOM
tepanet U TK, TakoByro B mojaBistonieM OOJb-
IIMHCTBE ciy4yaeB He mnpumenstor [8]. Tem He
MmeHee, ciydan XMJI B ¢asze OnacTHOTO KpH3a,
MIPOTPECCUPOBaHUS B TPOABUHYTHIE (dasbl, ped-
PaKTEPHOTO TEUYCHUS W BHIPAKCHHOW TOKCHYHOCTH
Ha (one Tepanuu UTK ocrarorcs mokasaHuem K
amwtoTI'CK [5, 25]. Ilpu BwisBiIeHUU 3a00JICBaHUS
B CTaJuU aKCeJepaluH, CIEelUaTUCThl PEKOMEH-
IyIOT WHULIHUHUPOBATH MOUCK JOHOpA C MOCIEIy-
omuM TpuHATHEM pemenus o0 ammoTI'CK [15,
26]. JluckyTaOenbHBIMH OCTAIOTCS BOIMPOCHI MPO-
Benenust ayuto TI'CK y mereii panHero Bo3pacTa B
acrmekTax M30eKaHWs MOKW3HEHHOTO MPUMEHECHHUS
UTK u pa3BuTHS BO3MOMKHBIX acCCOLIMHPOBAHHBIX
HSl BBUAYy OTCYyTCTBHSI MaHHBIX 00 HCXOJaxX TpH
UxX anutenbHoM npumeHeHuu [8]. Llenpro Hamei
CTaThbU SBISETCS TPEACTABICHUE PENKUX KIWHH-
yeckux cinyyaeB XMJI y gereid ¢ akUEHTOM Ha
ocobennoctu aebroTa 3a00lI€BaHMS, TSKECTH ac-
COIIMMPOBAHHBIX OCIIO)KHEHUHU, TOAXOJBI K CIEIH-
(buyeckoil U COMPOBOIUTEIIHLHON TEPAIIUU.
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MaTepua.m,l H MeETOoAbI

BrinosnHeHa peTpocneKkTHBHas OIEHKa CIIydaeB
XMJI y nauueHTOB JETCKOrO BO3pacTa 3a MHEepUon
¢ okTsa0pst 2015 mo nexabpp 2023 1. Tepamust mpo-
Boguiack B ®I'BY «HMMUIL nm. B.A. AnmazoBay
Munsnapasa Poccun, oTieneHnn XUMUOTEPAIIy OH-
KOT'eMaTOJIOTHYECKUX 3a00JIEBaHUK U TpaHCIUIaHTA-
nuu koctHoro mosra (TKM) mis nmereit. IlepBuu-
Has auarHoctuka XMJI, a Taxke olleHKa OTBEeTa Ha
Teparnuio BKII0YaIa MOPQOIOTHIECKOe, MOJIEKYJISIp-
Ho-rererndeckoe (ITLP, FISH) u nutorenerndeckoe
ucciegoBanuss KM. [l nuarHocTHKU 3a00ieBaHuUs
Y OIICHKH OTBETa Ha TepPaIuio UCTIOIh30BaJINCh POC-
CHIiCKHe KIMHUYEeCKHEe PEKOMEHJIAINH T10 JIEYEHHIO
XMJI [22], pekomermanmu NCCN [14]. [Tomumo
BepU(HUKAIIMK OCHOBHOI'O JMArHo3a BCEM IallieH-
TaM BBITIOJHSUIACH OICHKa WH(EKIIMOHHOTO CTaTy-
ca, a TakKe JPYyTruX OCIOXHEHHH, acCOIMHUPOBaH-
HBIX C TEUCHHEM OCHOBHOTO 3a00JIeBaHMsI, BKIIIOUAsI
COJIO, remoppardyeckuii CHHAPOM, TUIEPIEHKO-
uuTo3 M Apyrue. Mcmomp3yemMbIMM METOIAMU MO-
HUTOPHWHTA BBIIMIEYKA3aHHBIX OCIOXHEHUHA OBLIH
MHUKPOCKOIIMUECKasi, MHKPOOHOIIOTHYECKas, Cepo-
JIOTHYECKast JUAarHOCTHUKA OMOJOTMYECKUX KHUIKO-
creit (KpoBb, MOUYa, MOKPOTa, OPOHXO0AIBEBEOIISPHBIIH
nmaBaxk — BAJl), kana, 3eBa/HOCA; KIMHUYSCKUNA U
OMOXMMHUYECKUN aHaM3bl KPOBH (KPEaTHHHH, MO-
YeBUHA, TPAaHCAMHHA3bI, JJICKTPOJIUTHI, MOYEBas
KHCJIOTa, Jakrataeruaporenaza (JIAI), Oumupyoun
1 (pakiumn), KoaryJaorpamMMa, KOHTPOJIb MapKepoB
cucreMHoro BocmasieHus: (C-peakTUBHBIN O€JIOK,
MPOKAJIBIIUTOHNH, QuOpHHOTEH). B KauecTBe BH3Y-
ATU3UPYIONMIUX METOOB JUATHOCTUKH MIPHU HATHYUU
MOKAa3aHUH  WCIIONB30BANNCh  MYJIBTHCIIHpPAThHAS
komnbrorepHasi tomorpagus (MCKT) romosnoro
MO3ra, OPraHOB TPYIHOW KIETKH, YIBTPa3ByKOBOE
WCCIIeZIOBaHUE BHYTPEHHUX OPTaHOB, MarHUTHO-pe-
30HaHCHAsE TOMOTpadus TOJIOBHOTO MO3Ta.

Ornenka KayecTBa XHU3HU TAIMEHTOB IPOBOIH-
Jach C HCIONb30BaHMeM ompocHuka PedsQL [27,
28]. B coorBeTcTBUHM € pe3yabTaTaMU MEXIyHa-
POIHBIX UCCIIEOBAHUMA, TAKOBOW OIPEIENIeH Kak
METOJ BEIOOpa /ISl OLIEHKU KayecTBa JKU3HH JIETEeH
1 TIOJIPOCTKOB, TIEPEeBEIeH Ha PYCCKUI S3bIK U SBIIS-
€TCSl BaJMIMPOBAHHBIM MJI UCHOJIH30BAHUS B KIIH-
HUYECKOHM TpakTHKe TMPH pa3INdHBIX 3a00JeBaHU-
sIX, B TOM YHCJI€ OHKOJIOTUYECKUX. AHKETUPOBAHUE
MIPOBOJMIIOCH CPEIN MAIMEHTOB C MCIIOJIb30BaHUEM
OTIPOCHHKOB JUIS IeTeH W POAUTENIe COOTBETCTBEH-
HO — «OMNpPOCHUK MO KAYECTBY KU3HU TSI IETEH,
«OTpOCHUK TI0 Ka4eCTBY KHU3HU pedeHka». OreHu-
BaJICh YPOBEHb (PU3MUECKON aKTUBHOCTHU, SMOIIHO-
HaJbHOE COCTOSTHHE, OOIIEeHHE, YPOBEHBb COIHAIH-
3aliu B JETCKOM Caiy/IIKoJIe TI0 OaJIbHOM cHucTeme
[27, 28].

AHanu3 nutepaTypHbIX JaHHbIX o XMJI B me-
JMATPUUECKON MPAKTUKE ObUI BBITIOJIHEH C HUCIIOJb-
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30BaHUEM MEXIyHapOIHBIX 0a3 jgaHHbIXx PubMed,
ClinicalKey u Elibrary.

Kaunuueckuui cnyuau Ne [

Manpunk 14 5eT ¢ HEeOTATOIEHHBIM aHAMHE30M
JKU3HU, BIIEPBBIE OOpaTwics K Bpady IO MECTY
JKUTENIbCTBA B CBA3M C IEPUOJMYECKON TAHYILIEH
OOJNBI0 B TIOSICHUYHOM OO0NacTH cjeBa MpH -
TEJIBbHOM cTarndeckod Harpyske. HHTEHCHBHOCTH
00JTM TAIMEHT OIlCHWBAJI Ha 7—8 0aJIOB IO BH3Y-
aJbHO-aHAJIOTOBOM IIKaJe, HECTEPOUAHbIC MPOTH-
BoBocmnanuTenbabie cpeacTsa (HIIBC) u crma3zmornu-
TUKH JUIS KyTUPOBaHUs OOJM HE HCIIOJI30BAJIHCH.
B monuknuHUKe WHUIMHPOBAHO OOCIENOBaHUE, B
KIIMHUYECKOM aHalli3e KpPOBU JTHArHOCTHPOBAHBI
tpombonmTonienns 1 cr. (104*10°n) u nekonuTo3
(269*10°%m). TlammeHT TOCHMTAIM3MPOBAH B CTa-
[MOHAp TO MecTy »xuTenbcTBa. CocTosiHHE OBLIO
CpemHEH CTEMEeHH TSDKECTH, OOYCIIOBICHHOE WH-
TOKCHKAIIMOHHBIM, KOXXHO-TEMOPParn4ecKuM CHH-
npomamu; oOpaiana Ha ce0si BHUMaHHE TeraToc-
mieHoMeranus (rme4eHp + 1 cM, cene3eHka + 3 cMm
u3-nox pebepHolt ayrum). B remorpamme ormeua-
JIOCh HapacTaHue TpomboruToneHuu mo 48%10%/m,
neiikonnTo3a a0 292,4*10°/n, npu 9TOM JNEHKOIH-
TapHast (opMyna Oblja MPENCTaBICHA 3PEJbIMU U
co3peBatomuMu  (hopMamu, OIACTBI  COCTABISIH
8 %. Ilomyuan wundy3nOHHYIO, aHTHOAKTepUAIIb-
HYyI0 W CHUMNTOMaTH4eckyio Ttepamuio. C momo-
3penueM Ha XMJI manuMeHT roCHUTAIU3UPOBAH B
OTJICJICHUE XUMHOTEPAIIUA OHKOTEMAaTOJIOTHUCCKUX
3a0oneBannii 1 TKM nmns pereit ®I'BY «HMMUI]
uM. B.A. AnmaszoBa» Munszapasa Poccun. Ilpu
MTOCTYIUICHUN COCTOSTHUE peOcHKa OBLIO TSDKEITBIM
3a CYET aHEMHUYECKOTO U MPOTPECCUPYIONIETO KOXK-

HO-TEMOpPParn4eckoro CUHApoma. B KiImHUYecKoM
aHaM3e MMEJ MECTO THIEpleHKOINTO3 (YpOBEHB
aedikonuToB — 229%10°/1), neiikouutapHas ¢op-
Myna ObLTa TIpelCTaBiIeHAa HEUTPOPMITHHBIM JICHKO-
IIUTO30M C MHUEJIOLUUTApHBIM CIBUIOM, OTMEYajach
6a3o(puabHO-203MHOGMIbHAS ACCOIMALINS, YPOBEHb
OnactoB coctassil 6 %. B muenorpamme ypoBeHb
6mactoB coctaBisn 4 %, oTMEUanioch pacHIMpeHue
IPaHyJOLUTApHOTO POCTKA IPEUMYLIECTBEHHO 32
CUET 3peJbIX KIETOK, SPUTPOLUTAPHBIA M Meraka-
PHUOILIMTAPHBIA POCTKU OBUTH CY)KEHBI.

[lo pesynprataMm MOJIEKYJISIPHO-T€HETHYECKOTO
MCCIIEZIOBAaHUSI KOCTHOTO MO3ra OOHapy>KeH TpaHc-
kpunt BCR-ABL p210 na 19.8 unukne ITHP. Ha
OCHOBAHUH TMOJYYCHHBIX JaHHBIX YCTaHOBIICH M-
argo3 XMJI B daze akcenepanuu. Crnernududeckas
teparius UTK mnepBoro mokoneHuss uMarnHHOOM
B KOMOWHAIIMM C THAPOKCHUKAPOAMHIIOM WHHIIHH-
poBaHa Ha (pOHE CTaHAAPTHOW CONPOBOAMTEIHLHON
Teparuy.

B nepBele cyTku JieueHHs y HMAaLUEHTa OTMEYEHO
HapacTaHue TpyOoOil HEBPOIOTUYECKOW CHUMIITOMa-
TUKA B BUJI€ CHIDKEHHUS (POTOpEaKINH, albTepHU-
PYIOIIEr0 PacXosIIIEerocs KOCorasus, JICBOCTOPOH-
HEell TeMUIIIETHH, MPOTPECCUPYIOIIETO HAPYIISCHHUS
co3HaHusi a0 comnopa. Ilo pesynsraram MCKT B
npaBoil JIOOHOH 0O0macTH JAMArHOCTUpOBaHa 00-
IMpHAas BHYTPUMO3IOBas IeMaroMa pa3sMepamu
42 x 56 x 54 MM (0O0beM ~60 M) ¢ HEOONBIIOH
30HOH OTEKa U YMEPEHHOU KOMIIpECCUEN MEePEaHErO
pora mpaBoro OOKOBOTO >KENylo4YKa M TUCIOKALH-
eil Mo3roBbIX CTPYKTYp (puc. 1A). B akcTpeHHOM
Hopsiike  ObUla  BBINOJHEHA JIEKOMIIPECCHOHHAsS
KPaHHODKTOMHUSI C PACIHIMPSIONIEH IypOIIaCTHKON

Puc. 1. A. MCKT ronosroro mosra. Ha cHumke Bu3yanusmpyeTcsi BHyTPHMO3roBas remMaroma pasmepamu 42 x 56 x 54 MM ¢ HeOonbIIoi
30HOI OTeka o mepudepun, yMEPEeHHOH KOMIIpecCHeil mepeHero pora NpaBoro OGOKOBOTO JKETyIOuKa, CMEIICHHEM CPeJUHHBIX CTPYKTYD
BJICBO TPEHUMYILECTBEHHO B MepeaHux oraenax 10 8—10 mm. BokoBbie Kelnymouku acHMMETpH4HBI, He pacmmpensl, 11 u IV kemynouku 6e3
ocobennocteit. b. MPT ronosroro mosra (Ax T2 TSE). IlopsHuedanndeckast KHCTa JIOOHONH M TEMEHHOH JI0Jied MpaBoro MONyIIapHs
Fig. 1. A. Brain MSCT (Multislice Computed Tomography). The image demonstrates an intracerebral hematoma measuring 42 X 56 x 54 mm
with a small peripheral edema zone, moderate compression of the anterior horn of the right lateral ventricle, and a leftward shift of midline
structures predominantly in the anterior regions up to 8—10 mm. The lateral ventricles are asymmetrical but not dilated; the third and fourth
ventricles are unremarkable. b. Brain MRI (Axial T2 TSE sequence). Porencephalic cyst in the frontal and parietal lobes of the right cerebral
hemisphere
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Puc. 2. 3D-pexoncrpykunst MCKT uepena mocie 3akpbitust Jedexra
KOCTeH CBOJA yepera B IPaBOi JIOOHO-TEMEHHO-3aThIIIOYHOM 00nacTu
TUTAHOBOW IJIACTUHOM

Fig. 2. 3D CT reconstruction of the skull after right
frontoparietooccipital cranioplasty with a titanium mesh implant

B TMpaBod JOOHO-TEMEHHO-3aTBUIOYHON 00JIACTH.
Ha mecTsle cyTkm ymaneHa IMOIKOXKHAS TeMaToMa.
B nocneonepannoHHoM neproje MpoBOAWIaCh HEl-
poBereTatuBHas OoKaaa (THOTEHTAJOM HaTpUs,
mudpennHoM, ¢pentarmnnom), BJI B Tedenue 1 mec.,
HEHpONpOTEeKTUBHAS (MITUIAaKPUHOM, aMaHTaIUHOM )
Tepanusi 1 KOMOMHHPOBAHHOE IMPOTHBOOIYXOJIEBOE
neuenue ¢ npumeHennem MTK 1-ro mokoneHust u
ruapokcukapbamuaa. [lo TspkecTH cocrosHus Tma-
LUEHT SIBIISUICS HOCHTEIEM TPaXEOCTOMBI, TacTpo-
CTOMBI.

Ha ¢one cnemmduueckoid Tteparnuu HabmIOMA-
JIOCh TIOCTENEHHOE CHUKEHHE YPOBHS JICHKOIIUTOB.
OTMeHa THAPOKCHKapOaMuia Obljia BBEITIOMHEHA T10-
clie cHWKeHus JieiikoruTos 10 50¥10%/1 ¢ mocneny-
roueit Mmonorepanueil MTK. Hopmanuzanust ypoBHs
JICHKOIMTOB B Nepr(EepUIecKOil KpOBU JOCTUTHYTA
yepe3 3 HemedaM OT JIHA WHUIMAIMU Creluduue-
CKOTO JieueHHs. ACCOIMHUPOBAHHBIM OCIIOKHEHHEM
cTana TpomOouuToneHus: 4-ii cTeneHu, 4yto Tpedo-
BaJO BPEMEHHOW pEeAyKIWH [03bI MMaTWHUOA Ha
50 %. Ha ¢one neyeOHBIX M peaOMIMTALIMOHHBIX
MEpPONpPUATHI OBUIO JOCTUTHYTO MOCTENEHHOE pas3-
pelleHue HEeBPOJIOTHUYECKUX OCIIOKHEHHUH.

Ha 3-M Mmec. Tepanuu UMaTHHHOOM B peayLH-
poBanHOi m03e (50-75 %) 3adumkcupoBaH MOI-
HbId TEMAaTOJOTMYECKUM OTBET. YPOBEHb OTHOCH-
TETBHON SKCIPECCHH XHWMEPHOTO Te€Ha COCTaBHI
18,8 %, 4To, COracHO KpUTEPHUSIM OLEHKH OTBETA,
ABISIOCH  mpenynpeantensHbiM  [14]. JlanbHei-
mas Tepanus WTK Opima mpomomkeHa mo MecTy
JKUTEILCTBA B aMOYJaTOPHBIX YCIIOBHUSIX, TIOCIIE
paspemienusi HS ¢ mepexomoM Ha TepaneBTHYE-
cKyto no3y umarunuOa. ITo pesyasraram oOcneno-
BaHHA Ha 8-M Mec. (B Ooyiee paHHUE CPOKU TO-
cruTanu3anus Oblla HEBO3MOXKHA TI0 CEMEWHBIM
00CTOSITENbCTBAM)  JMArHOCTUPOBAHO  COXpaHe-
HHE€ OTHOCHTEIHHON DJKCIIPECCHH XHMEpPHOTO TeHa
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BCR/ABL p210 na ypoBae 2,6 %, 4TO COOTBET-
CTBOBAaJIO ONTHMAIBHOMY OTBETY U HE TpeOOBalo
Moaudukanuu tepanuu [14].

B ormanennom mepuome (9 mec. oT Havaia Te-
panuu) B IJIAHOBOM MOPSIKE MAIUSHTY BBIIIOJHEHO
OTIEpaTHBHOE JICYCHNE 110 KPAaHHOILUTACTUKE Ae(eKTa
KOCTEW CBOJla uepera B MpaBoil T0OHO-TEeMEHHO-3a-
TBUIOYHOW 0O0JIACTH WHIUBUAYaJIbHON THUTAHOBOMH
mIacTuHOU (puc. 2).

Pesynbrarel obcnemoBanuss Ha 12-M Mec. Te-
panuy CBHJETENHCTBOBAIM O COXPAHEHWH MOJHO-
r0 TeMaToJIOTHYECKOTO OTBETA, IPU 3TOM YpPOBEHb
OTHOCHUTENIFHOW 3KCIIPECCHM XHMEPHOTO TeHa Co-
craBiasin 1,2 %, 4TO PAacLEHMBAIOCH KaK BO3MOX-
Has pesucteHTHOCTH K UTK, B cBsi3u ¢ ueM ObLIO
MIPUHATO pelieHne o cMene mMmarmamba Ha WTK
BTOpPOrO TOKoJieHWs: — JnaszatuHu® [14]. Mome-
KyJSIpHO-TEHETHYeCKasi IUarHOCTHKAa HE BBISIBHIIA
MyTanuid KHHA3HOTO JoMmeHa reHa BCR/ABL, o0y-
CJIOBJIMBAIONINX HU3KYIO 4yBCTBUTENbHOCTH K MTK.
Ha ¢one mectn mocnenyrommx MecsIeB Tepanuu
Na3aTHHUOOM OBUI TOCTUTHYT ONTHMAIBHBIA OTBET
(BCR::ABLI (IS) — 0,28 %) [14].

3a mepuon HaONIOACHUS NAalMEHTa OTMEYEHBI
CIIOHTaHHBIE KPATKOBPEMEHHBIE JIMUICTITHYECKHE
npuctynel. Ilo manasiMm MPT ronoBHoro mosra,
JMarHOCTHPOBaHAa HEHANpsDKEHHAs MopdIHIedai-
geckass KUCTa JIOOHOH M TEMEHHOH JOJIeH MpaBoTo
MoJTylIapus Kak CJleJCTBUE IEPEHECEHHOIO OCTPOTo
HapyIIeHUsI MO3TOBOTO KPOBOOOpAIIEHHUS TT0 TeMOp-
parndeckomy tuny (puc. 1b.) /laHHBIE 3M€KTPO3H-
nedanorpaduu yka3bplBajdd Ha paclpoCTPaHCHHBIC
M3MEHEHHs] C 0YaroM IapoKCHU3MaNbHON aKTHBHO-
CTH B BHCOYHOM OT/E€J€ MpaBoro noiyuapusi. Bel-
MOJTHEHAa KOPPEKIHA TPOTHBOCYIOPOKHOW Teparuu
¢ aQdexroM, MOKa3aHUH K HEHPOXUPYPrHUECKOMY
BMEIIATENIbCTBY HE OTpeIesIeHO.

Ha mepumox omenku craryca 3aboneBaHusi (TpH
roga Ha ¢one Tepanuu WUTK 1, 2) cocrosinue pe-
OEHKa COOTBETCTBOBAJO  YIOBIETBOPUTEIHEHOMY.
B HeBponormueckoM craTyce COXpaHslIach JIU-
JIETICHSI ¢ TIPOCTBIMH TAPIHAIBHBIMUA TPUCTYIIAMHU
C JOCTHKEHHEM pPEMHUCCHA Ha (OHE KOPPEKIUH
MIPOTUBOCYAOPOKHOM Tepanuu. [Ipumenenne MTK2
MIPOIOIDKEHO B MPEXHEM 00BheMe C XOpolel mepe-
HOCHMOCTBIO.

Mansuuk TosydaeTr cpenHee MpodecCHOHAIb-
HOe 00pa3oBaHME OYHO, HE HYXKAACTCA B CIELH-
aNBHBIX YCIOBHUSX oOydeHus. Pesynbrarel aHammza
KauecTBa JKM3HU TpezcTaBieHsl B Tadm. 3. [lo co-
BOKYITHOCTH ITOJYYEHHBIX JAHHBIX MAllUeHT JIEMOH-
CTPUpPYET OTHOCHTENHHO XOpOIIee KaueCTBO JKU3HHU.
[lo pesynbraram OLEHKH proxy-BepCHU, OTMEUEHBI
3aHIDKCHHBIE TIOKa3aresid (U3MYECKOW, POJICBOM H
TICUXOCOIMATBHOM c(ep )KU3HHU, YTO MOXKET OBITh 00-
YCIIOBJICHO OOJIBIIEH HACTOPOKEHHOCTHIO POAUTEIS,
TPYIHOCTSIMH B KOMMYHHKAIIUM C PEOCHKOM, a TaK-
e TEePEOIIeHKOM CBOMX BO3MO)KHOCTEH MaI[IEHTOM.
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Tadauua 3. Pe3yasTaThl OLIEHKH KadecTBa ;KM3HHM NMALNMEHTOB coriacHo ompocHuky PedsQL 4.0 [27, 28]

Cdepa xu3Hn [Mauuent 1 Pogurens mauuenra | [Mauument 2 Pomurens nanueHra 2
Odusnyeckas 95 70 100 100
DMOLMOHAIbHAS 68,75 81,25 87,5 100
CouuanbHas 100 100 100 100
Ponesas 83,3 66,6 83,3 100
ITcuxoconuanpHas 84 82,6 90,2 100
Ooee 86,7 79,46 92,7 100

Table 3. Quality of life assessment using the PedsQL 4.0 Generic Core Scales [27, 28]

Life domain Patient 1 Parent of Patient 1 Patient 2 Parent of Patient 2
Physical 95 70 100 100
Emotional 68.75 81.25 87.5 100
Social 100 100 100 100
School 83.3 66.6 83.3 100
Psychosocial 84 82.6 90.2 100
Total Score 86.7 79.46 92.7 100

Kaunuueckuu cnyuau Ne 2

JleBouka C HEOTSTOIICHHON HACJIEACTBEHHO-
CTHI0O M CIIOKOWHBIM aHAaMHE30M JKW3HH 3a0oierna
B BO3pacTe ueThipexX JieT. [lepBbIMU CHUMITOMaMHU
Ooye3Hu B TedeHme 1,5 Mec. ObUIH CIIabOCTh, IMO-
BBIIIICHHAS] YTOMJISIEMOCTbh, MEPUOUICCKHAE OO B
JKUBOTE, B3JIyTHC KMBOTA, @ B TCUCHUE MOCIICIHUX
3 Hemenb A0 OOpamieHus 3a MEIUIMHCKON TOMO-
IIbI0 POJUTENIU CTAJIM OTMEYaTh 3HAYMMOE YBe-
TUYeHne XKuBoTa B oObeme. Ilpm mepBom BH3MTE
K TeANaTpy ¥ KOHTPOJIC KIMHUYECKOTO aHalln3a
KpOBM OBbUI JIMATHOCTUPOBAH THIIEPJICUKOIIMUTO3
(metikoruTel — 445*10°/1) 1 aHeMus 2-i cTeleHn
(remornobun — 95 r/1). B skcTpeHHOM mMOpsIKEe
0oipbHas ObLIA TOCTMTAIM3UPOBAHA B OT/IEJICHHE
XUMHUOTEpAy OHKOT€MAaTOJOTUYECKUX 3a00seBa-
HUW W TpaHCIIAaHTAI[MM KOCTHOIO MO3ra IS Jie-
teit ®I'BY «HMUIL] um. B.A. AnmazoBa» Mun-
3npaBa Poccum.

Ha MoMeHT mocTymiieHus B reMorpamMme ypo-
BEHb I'eMoroOuHa cocTaBisa 61 1/1, TpomOoIm-
ToB — 291*%10%m, wHapactaj THIEPICHKOIINTO3
(598*10°/m) ¢ ypoBHeM OGmactoB — 2 %, Jeiko-
uurapHas Gopmysia Obula MPEACTaBICHA MPEUMY-
IIECTBEHHO CO3PEBAIOIIMMU U 3PEIIBIMU KICTKaMHU.
B OuoxumuueckoM aHaiu3e KPOBH HMEJIO MECTO
noBeimenne yposHs JIJAI' mo 1232 En/n, moxa-
3arend (YHKIUU TOYEK U YPOBEHb 3JICKTPOJIH-
TOB KPOBH HaXOJWJINCh B Ipeaesiax HOPMabHBIX
3HayeHuil. [lo pesynmbraram KIHMHHYECKOTO OCMO-
Tpa JUArHOCTHPOBAH aHEMUYCCKHH CHUHAPOM, Te-
maTocrieHoMeraaus (meueHb + 2 cM, CeIe3eHKa
+ 17 cM, HKHUM Kpall CelNe3eHKU HaXOMWJICS B
MaJiOM Ta3y), B OCTaJIbHOM COMAaTHYECKHH CTaTyc
ObL1 Oe3 0cOOCHHOCTEH.

Ha ocHoBaHMH NONMy4YeHHBIX OaHHBIX 00CIENO-
BaHUS (TeMOrpaMMBbl, MHEIOrpaMMbl, MOJEKYISIp-
HO-TEHETHYECKOTO M IIMTOI€HETHYECKOTO HCClie-
JOBaHHS KOCTHOTO Mo03ra) Obl1 BepUPHUUUPOBAaH
XMJI, xponudeckas ¢aza. Y MalMeHTKH UMEN Me-
CTO MO3UTHBHBIN TpaHckpunt BCR-ABL p210 nHa
27-m nwmkie TP u cnab6o mosutuBHbii BCR-ABL
p190 na no3zgHem 32-m nukie [P Huroreneru-
YECKOE HCCIIeIOBaHNE KOCTHOTO MO3Ta BBISIBHIIO
JKEHCKUW KapUOTUIl C PELHUIIPOKHON TpaHCIIOKAIIH-
ell MeXIy UIMHHBIMH IUIedaMH XpomocoMm 9 u 22
(46, XX,t(9;22)(q34;q11). Ilo nanHBIM IUTEpPATYPHI,
ygacrota kodkcrpeccun pl90/p210 BapmabenbHa U
Haxonutea B mpenenax 5—100 % [26, 29, 30], mo-
KeT ompenensaTees daszoir XMJI [30].

[IpotuBoonyxoseBoe JeyeHHE C BKIIOYEHUEM
UMaTHHUOA B JIeueOHON 103€ M THApPOKCHKapOaMu-
Ja Ha (oHE CTaHIAPTHOH CONMPOBOJUTENBHON Tepa-
nuM ObUI0 MHUIIMMPOBAHO B TIEPBBIE CYTKU BEpH-
(ukanmu nuaraosza. C y4eToM THIEpIEHKOINTO3a
U aCCOLIMUPOBAHHBIX PUCKOB >KU3HEYTPOKAIOIIUX
OCJIOKHEHHH [6] OBLIO IPUHATO PEIICHHE O MPOBE-
JCHUU LUTOPEAYKLIMH C MPUMEHEHHEM aliapaTHoO-
ro 3KCTpakopropaibHoro serikonuradepesa (DKII).
Ha ¢one cnemuduueckoil Teparnuu B KOMOMHAITUU
¢ OKJI (n = 6) x BocbMOMY JHIO y peOcHKa OTMe-
4ajoch IBYKPAaTHOE YMEHBIICHHE Pa3MEpOB celie-
3€HKH, TPEXKPATHOE CHUKEHHE YPOBHS JIEWKOLIUTOB
(meikormTer — 152*10%1m). Tem He MeHee, Ha Je-
BATBIN JICHb JICUCHHUS OTMEUEHO HapacTaHHE 4Yuclia
JICWKOLIMTOB B NIepU(epUueCKOil KPOBH 32 CUET 3pe-
JIBIX TPaHYJIOIMTOB 10 YpoBHs 264*10°/1. YpoBeHb
OTHOCHUTENILHON IKCIpeccuu XumepHoro rena BCR-
ABL Mbcr coctasnsin 245 %, HO, BBULY OTCYTCTBUS
MEPBUYHBIX AAHHBIX, AMHAMHKY KOJINYE€CTBEHHOTO
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OTIpE/ICNICHHsI YPOBHSI TPAaHCKPUMTA OICHUTH OBLIO
HEBO3MOXXHO. BBIMTONTHEH MOWCK MyTanuil KuHa3-
HOro jomeHa reHa BCR/ABL, nipu 3TOM TaKOBBIX,
AMEIONINX TOCTOBEPHYIO THAarHOCTHYECKYIO IIEH-
HOCTh W OOYCIIOBIMBAIONIMX HU3KYI YYyBCTBH-
tenbHOCTh K MTK, BoIsIBIeHO He ObLI0. Haxomkoi
ObU10 OOHapyxkeHne muHOpHOro KioHa BCR-ABL
¢ geneuueit 185bp (c.1086-1270del p. R362fs*21),
MATOTeHHBI MMOTEHIHAI KOTOPOTO, COTIIACHO IIH-
TEpPaTypHBIM JTAHHBIM, OCTAE€TCS HESCHBIM; TEM HE
MeHee, 00CyX/JIaeTcss BO3MOXKHOE BIUSHUE Ha UyB-
CTBUTEILHOCTh K UMaruHuOy [31, 32].

YuuTeiBasi OTpPHUIATENBHYIO IUHAMUKY B BHIE
HapacTaHUsl YWCiIa JEUKOIMTOB, a TaKXKe COXpaHe-
HUsI pa3MepoB cene3eHkd Ha ¢oHe tepannu UTKI,
MPUHITO pelieHne o cmeHe mnpemnapara Ha WMTK
2-r0 TIOKOJICHUS J1a3aTUHUO B CTAaHAAPTHOM pacyer-
HOW n03e. B Teuenune 2 Henens mpuema Jga3zaTuHnOa
KOHCTaTHPOBaHA TOJOXKHUTEIbHAS THHAMHUKA B BUC
YMEHBIIEHHs CIUIEHOMeranuu (1o + 4 cM Hu3-1oj
Kpast peOepHOH MyTH), TCHACHINSA K HOpPMaJTU3aIlHH
mokasaresneil remorpammsl (remornoous — 90 /7,
TpombonuTel — 77*10°/1, nefikormuter — 8%10%/1).
B cBsizu ¢ nocTHKEHHEM KOHTPOJIS HaJl OCHOBHBIM
3a00JIeBaHMEM U YIOBJICTBOPHTEIBLHBIM CTaTyCOM
peOeHka, MPOAOIDKEHHE TEeparmuy BBITIOIHIIOCH B
amMOyJIaTOPHBIX YCJIOBUSAX IO MECTY JKUTEIIbCTBA.
Uepes Mecdn OT WHUIMANNW Ja3aTHHUOA 3aperu-
CTPUPOBAHA FeMaTOJIOTMYECKasi TOKCUYHOCTh B BUJIC
TPOMOOIIMTONICHNU 3-H CTENEeHH, YTO MOTpedOBao
penykuuu 1o3bl npenaparta Ha 50 %.

IlonHpIl TEMaToJIOrMYeCKUl OTBET B COOTBET-
CTBUM C MEXIYHAapOIHBIMH KpuTepusmu [14] y
MalUEHTKH ObUT JOCTUTHYT 4Yepe3 2 Mec. OT WHU-
muanun UTK2. YpoBeHb OTHOCHTENBHOM JKCTpec-
CHM TpaHCKpuIITa XumepHoro rena BCR-ABL Mbcr
1(9,22)p210 coctaBun 58,5 % (Co CHUKCHHEM B JH-
HaMmuKke), KIoH ¢ nenenuedd 185bp (c.1086-1270del
p-R362fs*21) coxpansuics. Ilpunsto pemenue o6
YBEJIMYCHUN JTO3BI 1a3aTHHHOA IO TepareBTHIECKOM
C TMOCJEIYIONUM KOHTPOJIEM OTBETa uepe3 3 Mec.

IIpu oGcnenoBaHNM MaMEHTKH Yepe3 6 Mec. OT
Hayaia Tepanuy OTMEYEHO NalbHEHIee CHIDKEHHE
YPOBHSI OTHOCHUTEIBHOM JKCIPECCHU XHMEPHOIO
reaa 10 2,5 %. Homueni 1O Ot 3apeructpu-
poBaH Ha 12-M Mec. Tepamuu C YPOBHEM OTHOCH-
TETHHOU dKcmpeccun xumepHoro rena 0,28 % [14].
BMO Ha MOMeHT myOnuKanuu He ObUI JOCTUTHYT,
TUTaHUpYyeTCsT O0cCiieloBaHNe MaluMeHTKH Ha 15-M
Mec. Teparuy.

KauecTBO XM3HM JEeBOYKM uepe3 roj Ha QoHe
teparmi UTK2 cooTBeTCTByeT BBHICOKOMY (IaHHBIC
Mpe/CTaBiIeHbI B Ta0M. 3), 00Ul oKa3areib OleH-
k1 KK peGeHkoM 1 ee mamoi COIIacHO OMPOCHUKY
PedsQL 4.0 cocraBmmm 92,7 u 100 COOTBETCTBEHHO
[27, 28]. Ha ¢one Tepanuun MTK2 pebenok Bemer
MIOJTHOILIEHHYIO JKU3Hb, POJUTENN HE OTMEYAIOT BbI-
PaXKEHHOTO BJIMSHUS 3a00JICBaHUSI HA CEMbIO.

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2026.

Obcy:xnenue

XMIJI sBnsieTcd OTHOCUTEIBHO PEIKUM MUE-
sonposinepaTHBHEIM  3a00JICBaHHEM, IIPEHMYIIIC-
CTBEHHO XapaKTEpHBIM Ui B3pOCibIX. TeM caMbIM
Kakapl cirydait XMJI y nerel siBisieTcsl yHUKab-
HBIM COOBITHEM, YTO ONPEACISIET BBICOKYIO aKTy-
QIBHOCTh TPEJCTABICHHBIX HAOIIONCHHH.

Kak npaBuio, knuauueckoe teuenne XMJI y ne-
Tell M CTeNeHb BBIPAKEHHOCTH ACCOIMMPOBAHHBIX
OCJIOXKHEHHUH B Ac0I0Te MMEIOT 00JIee arpeCCUBHBIMA
xapakrep [5, 6]. Hacto BcTpeuaroTcst cilydan BbIpa-
skeHHbIX [JI ¥ cruteHoMeraiinu, sSBJssICh (haKTopamMu
pucka COJIO u psga Opyrux COMaTHYECKUX OC-
JIOKHEHHUH, Kak, HallpuMep, reMopparudeckue, WH-
(eKIMOHHbIe, HApYILICHUE 3PEHMs], HapyLLEeHUEe KPo-
BooOpamenust, npuanusm [19, 5, 6, 8]. OueBugHo,
YTO CBOEBPEMEHHAS WHUIMAINSA COMPOBOAUTEIHHO-
ro, BKJIIOYAIOIIEr0 MAacCHBHYIO WH(Y3HOHHYIO Te-
panuio, KOPPEKIUIO 3JIEKTPOJIUTHBIX HapyIICHUH,
YPOBHSI MOUEBOM KHUCIIOTBI, M TPOTHBOOITYXOJIEBOIO
JiedeHus: OyleT SIBIATHCS KIFOYEBBIM (PaKTOPOM HC-
xona [6]. ComocTaBisis HAITH HAOMIOACHUS C JIUTE-
paTypHbIMH JTaHHBIMH, MBI OTMEYAaEM CXOXKHE 3aKO-
HOMEPHOCTH; TIPHU 3TOM BO BTOPOM KIMHUYECKOM
cllydae y ManUeHTKH Oojiee paHHEro BO3pacTa cTe-
nenb [JI u cimeHomeranuu ObUIH BBIPaXKEHBI TSDKE-
nee. [lpuanMas Bo BHUMaHUe cTeneHb [JI, B 060omx
cilydasix MPUMEHsUIacCh KOMOMHHMPOBAHHAs Teparus
UTK c rugpoxcukapOamMHIOM, 9TO COOTBETCTBYIOT
MEKIYHAPOJHBIM PEKOMEHIALUAM [6], a Takke BO
BTOPOM KJIMHHYECKON Cllydyae — TepareBTHYEeCKOTO
neiikadepesa ¢ xoporeid d3PPeKTHBHOCTHIO [6].

OnmauM u3 Hambonee pPeAKHX M IKU3HEYTpOXKa-
IOIUX BapHUaHTOB OCIIOKHEHHN SIBIACTCS TKEIBIN
reMOpparn4eckuii CHHJAPOM; TPU 3TOM TOUYHBIX
(bakTOpOB pHCKa W MPHUYUH €r0 Pa3BUTHA 1O Ha-
CTOSIIIIETO BPEMEHU HE YCTAaHOBIEHO. Bo3MokHOCTH
NPOQHUIAKTHKH Pa3BUTHSI TAKOBOTO TaKXKe OTPaHU-
YeHBI 3aMECTUTEIHLHON TeMOTpaHC(PY3MOHHOH Tepa-
MUel B CHJIy MPEANoaracMoro MHOTO()aKTOPHOTO
renesa [1, 20, 21]. B mepBoM KIMHUYECKOM Clydae
MBI aKLIEHTUPYEeM BHUMAaHHE Ha Pa3BUTHM CIIOHTaH-
HOTO TE€MOPPAaru4eckoro WHCYIbTa, OCIOXKHEHHOTO
TSDKEIIBIMA HEBPOJIOTUYECKUMH HapYIICHUSMH, YTO
noTpe0doBao UIMTEIHLHOTO KOMILIEKCHOTO JICUCHHS
pebcHKa ¢ yJacTHeM MHOTONPO(UILHON KOMAaHIBI
CHEUHANNCTOB € ONaronpusiTHBIM HCXOAOM.

Cranmaprom jedenus XMJI BHE 3aBUCHMOCTH
OT BO3pacTa Ha CETOAHAIIHUN ACHb SBIAETCS MpH-
menenue UTK [23, 31]; npu aTOM BepuuMpoBaH-
HBII TUArHo3 TpeOyeT He3aMeMTUTEeNbHOW MHUINA-
UK Tepanuu. M3BecTHOW MpoOiIeMoil MpUMEHEeHHs
UTK sBnsercst pa3BUTHE PE3UCTEHTHOCTU. TakoBOM
(eHOMEH MPOIEMOHCTPUPOBAH HAMU B 000X KIIM-
HUYECKHUX CIIydasix, Ipyu 3TOM BO BTOPOM W3 HUX —
Ha paHHMX CpOKaX JIEYEHUs, KOIZNa MBI OTMETHIH
CTpPEMHUTENBHOE HapacTaHUe JIEHKOLUTO3a M coXpa-
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HEHHE CIUIEHOMETaJIMU C JIEBATOrO JHS TEepaIvu.
Hecmotpss Ha OTCyTCTBHE JOKa3aHHBIX NPUYHH
PE3UCTEHTHOCTH Ha OCHOBaHMM MOWUCKAa MYyTalui
KuHa3HoOTO aomeHa reHa BCR/ABL, 0wl oOHapy-
skeH MUHOpHBIA kK1oH BCR-ABL ¢ nenenueii 185bp
(c.1086 _1270del p.R362fs*21), koTopsIii, KaK ObLIO

OTMEYCHO paHEC, MOXCT BJIMATH Ha CBA3BIBAHHUC
MMaTHHUO0A, 9TO, B CBOKO OUYepelh, CIIOCOOHO MpH-
BOJUTH K pPa3BUTHUIO pe3ucTeHTHocTu [32]. 3ameHna
AMaTHHHOA Ha Na3aTHHUO B CTAaHAAPTHOM pacyerT-
HOM J103¢ OIpe/eNnuia JOCTIKEHUE MTOCIEYOIIETr0
TepaneBTUUECKOro 3PdexTra.

Tabonmuna 4. Pekomenaauuu mo odciaenoBanuio namuedToB ¢ XMJI [6, 11, 14, 22]

MeTtoi IMarHOCTHKH

Pexomennyemble cpoku

Knunuveckuit aHanms KpoBu ¢ JieHKOLUTapHON
dhopmyoit

Jo nmoctmwxenust n noareepxaeHus [II'O — kaxasle 15 mHeil; mamee — Kaxble
3 Mec. WM Yamie 1mo mMepe HeoOXOIMMOCTH

Bruoxummaeckuit ananu3 xposu

1-if Mec. Tepanuu — Kaxable 15 mHeif;

2-3-if mec. Tepanuun — 1 pa3z B Mec.;

ITocne 3-x mec. Tepanun — 1 pa3 B 3—6 mec.

[Ipn HE0OXOAMMOCTH MOHHUTOPHHIA TOKCHYHOCTH TOKa3aH 0oJiee YacTbli KOHTPOJIb

OOBEKTUBHBIH OCMOTP C OLIEHKOH pa3MepoB
HEYCHU M CEJIE3CHKH OTHOCHTEIBHO HIDKHETO
Kpasi peGepHON ayru

ITpn xaxa0M OocMOTpe Bpaua

AcrnupanioHHasi GHOICHsT KOCTHOTO MO3ra H
CTaHJAPTHOE IIUTOTCHETHYECKOE HCCIICOBAHUE
KocTHOrO Mosra (He menee 20 mertada3s)

1. Ha 3-M, 6-m u 12-m mec. Tepanuu. B cinyuyae goctiwkenus 11O na 3-m
MeC. W TOJTBEPXKACHUH Ha 6-M Mec. — HCCIIe/IOBaHME Ha 12-M Mec. MOXKeT
HE BBINOJIHATHCSL.

2. B ciywae Heypmaum Tepamuu MO JTAHHBIM MOJICKYJISIPHOTO MOHUTOpPHHTA
Ha JII000M 3Tare Teparuu.

3. Ilpu Hammumun JIXA BBICOKOTO pHCKa, BBIBICHHBIX B J€OIOTE MM B XOIE
tepanuu, B Ph+ kierkax nenecooOpa3eH HUTOTEHETHYECKUI MOHUTOPUHI HE pexe
1 pa3a B ron.

Ecmu B xome xonuvectBenroi I1I[P-PB cootnomenne BCR::ABLI1/ABLI
cocraBisieT MeHee | % , BBINOJHEHHE IUTOIEHETHYECKOTO HCCIIEIOBAHUS
Hellenecoo0pazHo

MoutekynsipHOe HCClIeZIOBaHUE B
nepudeprieckoil KpoBu (ompeeneHue
tpanckpunra BCR::ABL)

B nebrore 3aboneBanusi, nanee — KaxIble 3 MEC. IO JOCTHKCHHUS YPOBHS
BCR-ABLI <1 %,

Jlanee xaxxaple 3 Mec. Ha MPOTSDKEHUH ABYX JIET;

[locne nByX JieT Tepamuu — OAWMH pa3 B 3—6 Mec.

OKI' (QT-unTepBain)

1 pa3 B 3 mec.

Onpenenenne myraunit BCR::ABLI

B nebrore 3aboneBanust y 0onbHbIX ¢ DA mmn BK.
Ipu Heynaue Tepanuu nepBoil unm nocnenyrommx auauid UTK.
IIpu nepexone Ha apyrue UTK unm apyrue Buabl Teparmuu

Tpumeyanns: TIIFO — nonublit remaronornyeckuit orset; ITIIO — monHeli nuTorenernueckuii otser; JIXA — nononHuTeNbHbIE XpoMocoMHble aHomanuu; ITLP-PB — nommmepasnas
LieTHas peakiys B pexume peabhoro Bpemenn; PA — dasa axcenepauyn; BK — Gnacrusiii kpu3; UTK — uHruburop THpo3HHKHHAS.

Table 4. Recommended monitoring schedule for patients with CML [6, 11, 14, 22]

Monitoring Method

Recommended Frequency

Complete blood count with differential leuko-
cyte count

Every 15 days until complete hematologic response (CHR) is confirmed; then
every 3 months or as clinically indicated.

Biochemical blood test

Month 1: Every 15 days.

Months 2-3: Monthly.

After Month 3: Every 3-6 months.

More frequent monitoring is indicated for toxicity management.

Physical exam (assessment of liver/spleen size
relative to costal margin)

At every physician visit.

Bone marrow aspirate biopsy with conventional
cytogenetics (> 20 metaphases)

1. Routine: At 3, 6, and 12 months of therapy. May be omitted at 12 months if com-
plete cytogenetic response (CCyR) is achieved and confirmed at 3 and 6 months.
2. Therapeutic failure: Upon failure at any time based on molecular monitoring.
3. High-risk ACAs: If high-risk additional chromosomal abnormalities (ACAs)
are present at diagnosis or arise during therapy, annual monitoring is advised.
Note:Cytogenetic testing is generally not required if BCR::ABLI(IS) <1 %

by quantitative PCR.

Quantitative RT-PCR for BCR::ABLI1 in periph-
eral blood

At diagnosis.

Until MMR (BCR::ABL1 < 0.1 % IS): Every 3 months.

For 2 years after MMR: Every 3 months, after 2 years of therapy, once every
3-6 months

ECG (QT interval)

Every 3 months

BCR::ABLI kinase domain mutation analysis

At diagnosis for patients in accelerated phase (AP) or blast crisis (BC).
Upon failure or suboptimal response to first- or subsequent-line TKI therapy.
Prior to switching to an alternative TKI or treatment modality.

Abbreviations: CHR, Complete Hematologic Response; CCyR, Complete Cytogenetic Response; ACA, Additional Chromosomal Abnormalitiy; RT-PCR, Real-Time Polymerase Chain
Reaction; AP, Acceleration Phase; BC, Blast Crisis; TKI, Tyrosine Kinase Inhibitor; MMR, major molecular response.
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B mnepBoM ciyyae MmMoauduKaims Teparnud Ha
WTK?2 6pina BeITONHEHA Ha 12-M Mec. mpueMa nMa-
TUHHOA B CBSA3M C HEJOCTH)KEHHEM OINTHMAaJIbHOTO
OTBETA, HECMOTPS HA OTCYTCTBHE MOJIEKYJSPHO-Te-
HETUYCCKUX JIETEPMHUHAHT PE3UCTEHTHOCTH. BEI-
OpaHHass TaKTUKa TO3BOJMIA JOOUTHCS ONTHUMAITh-
HOTO OTBEeTa Ha Tepanuio [14].

Hensmu tepanuu XMJI nnd mamueHTOB BCeEX
BO3PACTOB SIBJISIIOTCS JOCTUXKEHUE PEMHUCCHUH 3a-
0oJieBaHUSI C MaKCUMaJIbHO BO3MOXKHBIM COXpaHe-
HUEM Ka4ecTBa XM3HW W CHIIKEHHEM pHCKa Mpo-
rpeccupoBanus [12], 4To npoaeMOHCTPUPOBAHO B
HaIlNX KIMHUYECKUX ciydasx. lIpenmymiecTtBoM
npumeHeHuss UTK sBiseTcs OpicTpoe HOCTHKEHUE
OTBETa C HHM3KUM NPOQHUIEM TOKCHYHOCTH Tepa-
MMM, OJHAKO CIEAYeT IOMHHUTh O PHUCKAX pa3BU-
THUSI PE3UCTEHTHOCTHU, UTO OIpPEACNIeT MOKa3aHUs
K TIPOBEIEHHI0O MOHHTOPHHIa cTaryca 3abojeBa-
HUS B JCKPETUPOBAHHBIC CPOKU C HCIOIb30Ba-
HUEM KOMOWHHMPOBAHHBIX METOJIOB JIMArHOCTUKH
(Tabmn. 4) [6, 11, 14, 22].

Bonpoc HeoOX0AMMOM ATUTENBHOCTH MPHUMEHE-
Hust UTK ocraeTcs auckyTabenbHBIM, TIPU 3TOM Iie-
puon npuema UTK Moxer gocturarh OecATUICTUH,
orpeseNisisi BEpOsSITHOCTh pa3Butusi HA, ocobenHo y
marueHToB ¢ aedtorom XMJI B paHHeM Bo3pacre,
KaK I[PaBWJIO HMEIONINX J0303aBUCUMBIA 3PPEKT
U KyNHPYIOMHUXCS Ha (POHE PEeayKITUH I03BI/0TME-
HEI [6, 12]. 3a nmepuoyn HAOIrOACHUS TAIIMEHTOB Ha
¢done mpumenenuss UTK mbl oTMeuanu remarolo-
TUYECKYI0 TOKCHUYHOCTb, TOKCHUYECKUH JEpMaTHT,
KOTOpbIE pa3pelianuch Ha (QOoHEe PeayKIWu 103 U
cUMNTOMaTHyeckord Ttepanuu. Ha cerogHsmHun
JIeHb mokazaHus kK npumenenuto amioTI'CK 3Ha-
YUTEIHHO CY)KEHBI, B HaIleM ciy4dae y o0omux ma-
[IMEHTOB TAaKOBbIC HE OBLIM OIPEIEICHEI.

KK manmentoB ¢ XMJI, npuHuMas BO BHHUMa-
HHUE COBPEMCHHBbIE BO3MOXKHOCTH TEpamnuH, HUMEET
onpenensitoniee 3HaueHue [34-36]. Ilpumenenue
NTK no3BoisieT 10CTUraTh NOJHOLIEHHON COLMau-
3allMM MAlMEHTOB U OTCYTCTBHSI HETaTUBHOTO BIIU-
SHUSL Ha (DU3UYECKYIO, SMOIMOHAIBHYIO M TICHXO-
COLMAJIBbHYIO CEPBI, YTO MOATBEPKAACTCS HAITUMH
HAOMIONCHUSIMA W PE3yJbTaTaMi MEXKYHapOIHBIX
uccienoBanuit [34-36].

3aKkjIoueHue

VYuukaneHocte XMJI y nereit ompenensiercs
HU3KOW 4YacTOTOM BCTPEYaeMOCTH, MHOroo0pa3u-
eM KJIMHHUYECKHUX IPOSBICHUN, PUCKAMH Pa3BUTHS
pPEOKUX  MYJIBTUCUCTEMHBIX  KHU3HEYTPOXKAIOIIUX
OCJIO)KHEHHH, HEPEAKO TPEOYIOMMX YJacTHS MHO-
ronpoMIbHON KOMaHBI CIICIUAINCTOB. BBICOKYIO
3HAYUMOCTh B AacIEKTaX HCX0J0B 3a00jieBaHUs
UMEIOT CBOEBpEMEHHasi Bepu(UKaIlus IUarHo3a C
MPUMEHEHUEM COBPEMEHHBIX METOIOB MOJEKYJISIp-
HO-TEHETHICCKOW JTMAaTrHOCTHUKH, OIPEICIIIONTIX
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BBIOOpP TeparneBTUYEeCcKoll TakTUKU. B ocHOBe meue-
HUSI HA CETOJHAIIHUM JIEHb JISKUT HCIOJIb30BAHUE
HTK, no3BoAsOMUX JOCTUTATh BHICOKOTO KaueCcTBa
KU3HHM TIalieHToB Ha (oHe nedenms. [lpu sTom
peabunuTanuss W MYJIBTUCUCTEMHBI MOHUTOPHHT
SIBJISTFOTCSI HEOTHEMJIEMOM YacThIO OKa3aHUS MEIH-
LMHCKOM MOMOIIM YKa3aHHOM KOropTe HalueHTOB.
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