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Xponuueckuii muenoneiikosz (XMJI) — pedkoe 3abo0aeéanue 6 demckom ozpacme. Jlnumenvroe npumeHeHue UHeUubUumopo8 mupo3uHKUHa3bl
cmano cmanoapmom aeverus xponuueckou gpazot XMJI. B cmamve onucan cayuaii pazeumus XMJI1 y pebenka 6 6ospacme 2 aem, u nooHsm
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The case of chronic myeloid leukemia in a child of 2 years
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Chronic myeloid leukemia (CML) is a rare disease in childhood. Long-term use of tyrosine kinase inhibitors has become the standard for the
treatment of the chronic phase of CM L. The article describes the case of development of CML in a child at the age of two years and raised the
issue of the need for lifelong drug intake and the problems that arise in connection with this.
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Onucanue coayyas

Tayuenm IlI., 2 co0a. Pebenokx om 4-ii bepemernnocmu,
4-e poodbr Ha cpoke 37 Hed, bepemeHHOCMb NPOMeKand ¢ pu-
cKom yepo3el ebikudbiiua. Bec npu poxcoenuu 2970e. Jlo 2 rem
POC U pazeusancs coomeemcmeeHHo eo3pacmy. B eozpacme
2 1em 20CRUMANU3UPOBAH 8 CIMAYUOHAD ¢ OUACHO30M OPOH-
XONHeBMOHUsI, 8 00uleM aHaau3e Kpogu 6blieeH eunep-
aetikoyumos 0o 82 x 10°/n, na ¢one anmubaxmepuanbroil
U UH@Y3UOHHOL Mepanul Omme4aencs CHUMNCeHue AelKoyU -
moe 0o 28 x 10°/n. Pebenok naxoouncs Ha OUHAMUYECKOM
Haba0eHuU y eemMamonoea, 8 meyeHue Mecsua omme4aemcs
pocm ypoeHs aeiikouumog 0o 41,8 x 10°/a ¢ evipaxcernvim
€08U20M NeIKOUUMAPHOLL (hopmyabL 00 MUEAOUUMOE.

Camouyscmsue pebenka He HapyuieHo, akmueHulil. Koc-
Hble NOKpPOBbL 0OnedHble, 2eMOppazuecKoe0 CUHOpPOMA Hem.
Causzucmote yucmote. Ilanvnupyromes aumgpamuueckue y3nvl
naxogvle, NOO4EAOCMHble, MeaKue, N008UICHble, 6e3001e3HeH -
Hole. Baeekux Obixarue dcecmioe, npogooumcs no 6cem nosm,
Xpunoe Hem, cepoeuHvle MOHbL pUMMU4Hble. XKueom msekuil,
docmyner enybokoil nasenayuu, newens + I cm u3-noo kpas
pebepHoil dyeu, ceaesenka y kpas pedepuoil dyeu. Cmya peey-
JSIPHbLIL, MOYA C8eMAAs, OU3YPUMECKUX PACCMPOLICING Hem.

Yavmpaseykoseoe uccaedoganue opeanos OPHOUHOU HO-
Aocmu U peHmeeHo2paghus opeanos epyoHoil Kiemku — 6e3
namonoauu.

B obwem ananuze kposu: spumpouumost — 4,59 < 10"/,
eemoenooun — 117 e/n, mpomboyumoer — 900 x 10°/a, aeii-
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Koyumst — 95,36 x 10°/a, npomuesoyumor — 2, mueiouu-
mol — 5, memamuesoyumsl — 5, naroukosdepuvle — 23,
ceemenmapHovle — 44, aumeouyumovl — 14, monoyumor — 2,
203uHouabl — 3, 6azoghuibl — 2, ckopocme oce0anust 3pu-
mpoyumoe — 7 mm/u.

bBuoxumuueckuii anasus kposu 6e3 ocobenrHocmeil, ypo-
6eHb nakmamoezudpocerasol — 439 Ed/a.

Muenoepamma: achupam KoCcmHo20 M032a 2UNEPKACINOHY -
HbLil, COO0ePICUM HeUMPANbHbIL JCUD, FINEMEHMbL CIPOMALb-
H020 oOKpydceHus, makpogaeu. Hedupgepenyuposannoie
onacmuvie kaemku 0,4 %. Meeakapuoyumaphuiii pocmok
aKmueHulil, npedcmaener MHOJNCECMBEHHbIMU, Npeumyule-
CMBEeHHO NOAUXpOMamopuabHuiMu hopmamu. Henrerue ghop-
MUPOBAHUS U OmoenreHus MmpomMOOyUMapHsiX NAACMUH He
Hapywieno. Mueaouduslii pocmoK 3HAYUMENbHO 2unepnaa-
3UPOBAH, NPUCYMCMBYIOM 8ce (hopMbl pazeumus 6e3 sI8HbIX
nposiénenuil oucmuenonossza. Mudexc cozpesanus Heiimpo-
@unos cuuxcen do 0,4, umo ykasvieaem Ha YCKOpeHHOe CO-
3pesanue KAemoK MUeaoudHo20 36eHA Ul 3A0epPICKY 8bIX0-
da 3penvix Hellmpopua08. IpumpoudHslii pOCIMOK COXPAHEH,
SABHO CYJCeH 3a cHem 006eMH020 Helimpo@uabHO20 36eHd.
Bpumponos3 HopmobaacmuuecKuil, OUCIPUMPON033 8 0ony-
CMumbIX npedenax.

Ilpu monexynapro-eenemuueckom Uccae008aHUU KACMOK
KOCMHO020 M032a MemoOoM NOAUMEPA3HOU YeNnHOU peaKyuu
(I11[P) obnapyxcena mymauyus BCR-ABL Mbcrp210el4a22
(b3a2).
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Pezyromamer yumoeenemuueckoeo uccaedo8anus Kocm-
H020 M03ea: NPOAHAAU3UPO8aHo 12 Kaemok, KOAUUeCHEO
xpomocom 46, 6 75 % Kkaemok 0OHapysceHa MpaHCAOKAUUSL
1(9;22)(q34;q11).

Onpeodenenue skcnpeccuu xumepnoeo eesa BCR-ABL
p210 memodom IIIIP & peanvHom 6pemeHu: 0OHapydceHa
axcnpeccust xumeproeo eena BCR-ABL Mbcr p210. Beauuu-
Ha HOPMAAU308aHH020 uucaa Konui cocmaensem 40,394 %.

Ilocae noaywenus pezynbmamog MOAEKYAAPHO-2eHe-
MuUYecKUx U UUMOo2eHemuHecKux Uuccae0o8anuil pebeHky
Hauama mepanus umamunubom ¢ dose 340 me/m?> — 200
me/cym (mounoe 003uposanue npenapama Gvi3vleaem 3a-
mpyoHenue). Yuumoieas eozpacm nauueHma, HeooOXoo0umo
BCKPbIBAMb U PA3BO0UMb COOepICUMOe Kancya  gode ne-
ped npuemom, aeveHue pebeHoK NepeHoCUm OMHOCUMENbHO
Y0061€meopuUmensHo.

Pesysomamor  HLA-eenomunuposanus nokazaiu Ha-
auyue 2 podcmeennvix HLA-coemecmumbix donopos (bpam
u cecmpa).

O0cyxneHue

XpoHuueckuii muenoeiiko3 (XMJI) — peakoe 3a60-
JIeBaHWE B JETCKOM BO3pacTe, Ha €ro JOJII0 MPUXOAUT-
cs1 MeHee 3 % Bcex reMo67acTo30B y aeteid. [TpuanHoit
pasutuss XMJI sBisieTcs pelUMIpOKHAS TPaHCIOKALUS
t(9;22), B pe3ynbraTe KOTOPOIl 00pa3yeTcss XMMEPHBI FeH
BCR-ABL 1, ipooyKT KOTOPOTO — TIaTOJIOTUYECKU Oe-
JIOK — 00J1alaeT BbIPAXKEHHOW TUPO3WUHKUHA3HOW aKTUB-
HocThl0. Ha reHOMHOM ypOBHE Yy AeTeil ¢ XpOHUYECKOM
dazoit XMJI Touku mosoMoK B reHe BCR J1OKamn30Ba-
HBI B TIPOTSKEHHBIX pernoHax Alu-TmoBTOpPOB B 00yIacTu
TEJIOMEpP, YTO OTIMYAETCS OT MOMAEIU paCHpeleieHUS
MOJIOMOK Yy B3pOCJbIX MaiueHToB ¢ XMJI, HO cxoaHO
¢ BCR-ABLI1-1103UTUBHBIM OCTPBIM JUM(POOIACTHBIM
JIEKO30M Yy B3pOCJIbIX. DTO Pa3IN4UE, BEPOSTHO, MpEa-
pacriojaraeT K 0OoJiee arpeccuBHoMy TedeHuto XMJI
B IIeTCKOM Bo3pacTe [1].

Nuruduropsl tuposuHkuHazel (MTK) (umatnHu6
Me3ujaT, 1a3aTUHUO, HUJIOTUHUO) CEJEKTUBHO MOAABISI-
0T BCR-ABL-Tupo3nHKrHa3y U OGJIOKUPYIOT CHUTHAJb-
HBII yTh mpojudepaly OMyX0JIeBbIX KIETOK, SBISSChH
MPUOPUTETHBIMU MpenapaTaMy TapreTHOU MPOTUBOOITY-
xoJyieBoii Tepanuu nipu XMJI. Tlocie Havyana mpuMeHe-
Hust UTK npumepHo 15 neT Hazan nmapagurMa JedeHus:
XMJI 3HauuTenbHO U3MeHWnach [2]. auTenbHOe MpU-
MmeHeHue UTK crano ctangapToM JieueHUust XpOHUYECKOM
da3pr XMIJI. B psne 3apyOeXHbIX MCCIeIOBaHUN MOKa-
3aHO BJIMSIHUE TpaHCKpumnuroHHoro dhenotuna M-BCR
Ha CKOPOCTh MOCTMKEHUS OOJBIIOrO MOJEKYISPHOTO
otBeta Ha Tepanuio MTK. [Mauuentel ¢ el3a2-tpaHc-
KPUNITOM UMEJIU CTAaTUCTUYECKU JOCTOBEPHOE MJIUTENIb-
HOE BPEeMSI JOCTIKEHUE OOJIBIIOTO MOJIEKY/ISIPHOTO OTBETa
(18,4 mMec) B cpaBHeHUM C TalMeHTamu ¢ el4a2-tpaHc-
kpunTom (14,2 mec). U3BeCTHO, YTO paHHUE MOJIEKYJISIPHBIIA
U LIUTOTEHETUYECKUI OTBETHI KOPPEIUPYIOT C TOJITOCPOY-
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HOI BbIKMBaeMOCThIO y mauueHToB ¢ XMJI [3]. YuuTbiBas
HU3KYI0 yacToTy XMJI 1 OTCYTCTBUE HaIeKHBIX KITMHUYE-
CKMX UCCIIETOBaHUI B AETCKOM BO3pacTe, CTaHIaPThI Jieue-
Husg XMJI B AeTCKOM MpaKTUKe HE TaK OJHO3HAYHBI, KaKk
y B3pocibix. Ha cerogHsiiiHuili geHb B jedeHun XMJI
y IeTei OmMparoTcs Ha TaHHbIE, TTOTyYeHHbIE TTPY JISYEHU U
B3pOC/IBbIX MALMEHTOB, XOTS PE3OHHO TMPEATNONOXKUTh, YTO
XMIJI y 2-neTHero pebeHKa UMEET OTJIUYHYIO OUOJIOTUIO
MO CpaBHEHUIO C 3a0o0JieBAaHUEM Y TTOXWJIOrO TalMeHTa.
BeposiTHO, 0COOEHHOCTU OBICTPO PACTYLIETO U pa3BUBaAIO-
11Ierocs1 IETCKOTO OpraH1u3Ma MOTYT OKa3bIBaTh BIMSIHUE Ha
TeueHrue XMJI, mporHos 3abosieBaHusI, OTBET HAa TEpaIuio
U pa3BUTHE TOOOYHBIX 3 PEKTOB Tepanui [4].

3akimouenue

Lenb Tepanmuu XMJI y gereii — mOCTUXKEHUE LJIU-
TEJIbHOW CTOMKOW MOJIEKYJISIPHOW PEMUCCUM, CHUXECHUE
pUcKa Tporpeccuu 3aboJieBaHUSI U BO3MOXHOE U3JIeue-
Hue. Jleuenne XMJI y geteit mpenmnosaraet JIATEIbHBIN
npueM Iperapara, BO3MOXHO, B T€UEHHE HECKOJBKUX
JNECATWIETUI, B CBA3U C 3TUM BaXXHOE 3HAUYEHUE UMEET
CHUXEHME TOKCUYHOCTH Tperapara U CBeIeHUe K MUHU-
MyMy HEOJIArOMpUSITHBIX TOOOYHBIX 3(P(PEKTOB Tepanuu.
IIpoGiema JOATOCPOUHBIX MOOOUYHBIX I(PPEKTOB Tepa-
nuu UTK y nereil cBg3aHa ¢ MOCTOSSHHOW WHTUOULMEH
Pa3IMYHBIX DU3UOJIOTUYECKU AKTUBHBIX TUPO3UHKHUHA3
B Pa3BUBAIOLIEMCS U PACTYILIEM OpraHu3Me, KOTopast MO-
KET pealu30BbIBATHCS B TMOKA HEU3BECTHBIC KIMHUYE-
ckue apdekTol [5]. U3BecTHO, UTO UMaTUHUO UMEET P
no00YHBIX 3(PDEKTOB, OAUH U3 KOTOPBIX BIUSHUE HA MU-
HepaJIn3aliio KOCTHOM TKaHU, (POpMUPOBAHUE CKeJeTa
U COOTBETCTBEHHO Ha POCT U PA3BUTHUE AETCKOTO OPraHU3-
Ma [6]. U'TK MoryT oka3wlBaTh TepaTOTeHHBIN 3(hdeKT,
U, XOTS HET JOCTOBEPHBIX UCCJIENOBAHUII B 3TOI 0bJa-
CTH, XEHIINHaM (EepTUIBHOTO BO3pacTa PEKOMEHIYET-
cg usberatb 6epemeHHOCTH BO Bpems npuema UTK [5].
Ha cerogHsmHuiA 1eHb OTCYTCTBME BO3MOXHOCTU UMETh
JeTeii BO MHOTOM OKa3bIBAa€T HEOJIArompUsTHOE BIIMSI-
HUE Ha KayecTBO XU3HU nauueHToK ¢ XMJI u cHukaet
MPUBEPKEHHOCTH K TEPATTUH.

BcnenactBue 3TOro BCTaeT BOMPOC O UIUTEIBHOCTHU
npuema UTK, o He0OXOAUMOCTU TTOKU3HEHHOTO TIpUe-
Ma mperapata. O BO3MOXHOI OTMEHe mpemnapaTa IMmocjie
OIpPEAEJICHHOTO MepUoa MOJHON MOJIEKYJISIPHON peMuc-
CUU WX UCITOJIb30BAaHUU MTPEPBIBUCTOrO MEXaHU3Ma TTPU-
ema UTK B 1es1s1x yMeHbIIIEHUS] TOKCUYECKOTO NEVCTBUS
npenapata y nereii ¢ XMJI u nonaepxxaHust MOJIEKYJIsIp-
HOU pemuccuu. Takke BaXXHBIM OCTaeTCsl BOMPOC O pas-
BUTUHU pe3ucTeHTHOCTU K Tepanuu UTK u npumenenun
B neueHun XMJI y geteit UTK 2-ro u 3-ro mokoseHus.
Tloka3zanus mist NpoBeIeHUs TPaHCIUIAHTALlMU TeMOIIO-
9TUYECKUX CTBOJIOBBIX KJIETOK (€IUMHCTBEHHOIO Ha ce-
TOIHSLIHUI IeHb U3JIEYMBAIOLIETO METOMIA Tepaluu Mpu
XMJI) orpaHuueHsl [7], omHAKO HEOOXOAMMO paccMma-
TPUBATh TPAHCIUIAHTALIMIO TEMOITOITUYECKUX CTBOJOBBIX
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kj1eToK B JieueHun XMJI B IeTcKOM BO3pacTe Kak ajib-
TepHaTUBY NoxusHeHHOMY Tipuemy UTK. [ns peuieHus
5TUX BOMPOCOB HEOOXOAMMO TPOBEACHUE MATbHEHIINX
KOOTIEPUPOBAHHBIX MYJIBTULIEHTPOBBIX UCCIECAOBAHUIA.

baaromapHocTs
ABTOPBI BbIpaXXatoT 0J1aroapHOCTh COTPYAHUKAM Jia-
bopaTopruy MOJICKYISIPHOM OMOJIOTUH, NMMYHO(MEHOTH -
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mupoBaHust u maromopdosornn 'bY3 CO «Ob6nactHas
neTckas KimHudeckast oonpHUa Ne 1» (ExatepuHOypr)
3a MOMOIIb B TPOBEICHUM IIMTOTCHETUYECKUX U MOJIEKY-
JISPHO-TEHETUYECKUX MCCIICIOBAHUIA.
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