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TpaHCKPUNUMOHHbIE U UMMYHONMOrMYECKNe UCCNefoBaHnsa MoCnefHero AecATUNeTUs Mposiviv HOBbIA CBET Ha 6UONoruio
T-kneto4Horo octporo numdobnactHoro nevikosa (T-OJ1J1) 1 no3sonunn MAEHTUMUMPOBaTL HOBbIV OTAENbHbIA MOATUM
T-OJJ — OJ11 n3 paHHux T-kneTo4HbIx npeawectseHHnkoB (ETP-OJJ, ot aHrn.: early T-precursor). ETP-OJ1JT chakTnyeckm
npeacTaBnseT cobor onyxosb U3 He3pesbIX reMOMNo3TUHECKMX NPEALLIECTBEHHNKOB, COXPaHSAIOLLMX CMOCOBHOCTL K Muenong-
Hon audpdepeHumpoBke. NaeHTudmrkauma xapakTepHoro MIMMyHOMEHOTUMNA He3penbIxX T-nuMdgo6nacToB ABNSETCA Ype3Bbl-
YanHo BaxkHOM Ans gnarHocTukn ETP-OJJ1, npy KOTOPOM UMeeTCs KpawHe BbICOKUIA PUCK HEA(hhEeKTUBHOCTM Tepanumn faxe
npu MCMonb30BaHUN COBPEMEHHbIX npoTokonoB nedenus OJ. TpaHckpunumoHHo ETP-OJ1J1 nmeeT TecHoe OTHOLLEHMWE
K reMorno3TUYeCKUM CTBOMOBbLIM KNETKaM M MWeNIoupHbIM NpefLlecTBeHHNKam. HakonneHHble faHHble CBUAETENbCTBYIOT
0 TOM, YTO AO6GaBMNEHNE XVIMMOMNPEenapaTos, aKTUBHbLIX B OTHOLLEHWM OCTPOro MUESIo6/1acTHOro Nerkosa, MOXeT YNyyLnTb
nporHo3 nauventos ¢ ETP-OJJ1. MNMprHumasn Bo BHUMaHWE YHUKAIbHYIO GUOMOrMI0 OMNyXOnu U KpaviHe HebnaronpusaTHbIA Npo-
rHo3 npu ETP-OJJ1, cywecTtByeT ocTpas HEO6XOAMMOCTb CO3[AaHUS HOBOW WHAMBUAYaNM3UPOBaHHOW TepaneBTUYECKOW
cTpaternv Ana neyveHvs aToro 3aboneeaHus. B HacTosLuel cTaTbe NPMBOAUTCA OMUCaHWe ABYX KIIMHWUYECKMX HabnopgeHun
ETP-OJ1J1, koTopble BEMOHCTPUPYIOT BapuaHTbl KpaHe He6naronpusaTHOroO Te4YeHUs 3aboneBaHmns, TPebyLLEero BbIpaboTKm
WHAMBMAYaNbHOro TepaneBTUYeCcKoro nnaxHa.
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Early T-cell precursor acute lymphoblastic leukemia
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The transcription and immunological studies of the latest decade have shed new light on the biology of T-cell acute lymphoblastic
leukemia (T-ALL) and identified a new T-ALL subtype — early T-cell precursor ALL (ETP-ALL), a tumor from immature
hematopoietic precursors which retain their capacity to myeloid differentiation. Identification of the characteristic phenotype of
immature T-lymphoblasts is extremely important for the diagnosis of ETP-ALL, when the risk of failure of therapy even by
modern protocols is very high. By transcription ETP-ALL is closely related to hematopoietic stem cells and myeloid precursors.
The available data indicate that use of drugs active in acute myeloid leukemia can improve the prognosis for patients with
ETP-ALL. The unique biology of the tumor and the extremely unfavorable prognosis in ETP-ALL necessitate the creation of a
new therapeutic strategy for the treatment of this disease. Two clinical case reports of ETP-ALL are presented, demonstrating
variants of extremely unfavorable course of the disease and requiring individual therapeutic approaches.
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OcTpbIt NUMGO6IACTHBIV NENKO3 N3 PaHHUX MPeALIeCTBEHHUKOB T-KneTok

n OCKOJSIbKY BbDKMBAEMOCTb [IeTEN C OCTPbIM NIMMA06acT-
HbiM nenko3om (OJ1JT) pocturna 90%, CTaHOBUTCA 4pes-
Bbl4aWHO BaXHbIM MAEHTUULMPOBATL Te Manble NOArpynmbl
NnauneHToB, KOTOPblE OCTalOTCA PE3UCTEHTHbIMU K COBPEMEH-
HbIM NPOrpaMMamM UHTEHCMBHOW XMMUoTepanmu.

TpaHCKPUMNLMOHHBIE U MMMYHONOrMYecKne uccnenoBaHus
nocrnegHero [ecaTuneTns Nponuam ceeT Ha 6uonornio T-kne-
To4uHoro OJ1J1 (T-OJ1J1) n no3BonMNM MAEHTMHMLMPOBATL HOBbIN
otgenbHbii nogrun T-OJIT — OJU1 u3 paHHMX T-KNeToYHbIX
npegwwecteeHHukoB (ETP-OJ1J1, ot aHrs.: early T-precursor).

®dusnonornyeckasa cyérnonynaumsa T-kneTok-npeaLecTBeH-
HUKOB, W3BECTHAas Kak paHHuWe T-npepllecTBeHHUKM (early
thymic precursors — ETP) wnnu pgBoviHble HeratueHbie (double
negative 1 — DN1) TumMouunTbl, — 3TO KNETKW, MUTPUPYIOLLINE U3
KOCTHOrO MO3ra B TMMYC Ha paHHMX cTtaguax passutus [1-5].
OTN KNETKN MMET YHUKasbHbIN MMMYHOMEHOTUM, COXPAHAIOT
HEKOTOpble NPU3HAKW, XapakTepHble s CTBOMIOBON KNETKU, U
CMOCOBHOCTL A EPEHLMPOBATECA B KINETKU T-NMHEAHON U
MMWENOVIHOW, HO He B-nuHenHon HanpasneHHocTw [1, 4, 6].

E.Coustan-Smith n coaBT. [7] M3y4ann SKCNPEcCuio reHoB
y geten ¢ T-OJ1J1 n 06HapyXunu, 4To nNerkeMmnyeckme KNneTku
B HEKOTOPbIX CNy4asx MMetoT cxogHyto ¢ ETP akcnpeccuto reHoB
M XapaKTepHbIi MMMYHOMEHOTMMN, OTNMYaroLmincs oT 6onee
3penbix T-kneTtok-npepwectseHHMkoB. ETP-OJ1J1, Bnepsble
OMNMCaHHbIN 3TUMK aBTOpaMK, YacToTa naeHTUduKaLMm KoTopo-
ro coctaenset okono 15% y peten ¢ T-OJ1J1, xapakTepuayetcs
YHUKanbHOW 3KCMPecCuen reHOB M KNETOYHbIX NMOBEPXHOCTHbIX
MapKepoB, a TakXe acCcouuMpoBaH C OYEHb BbICOKMM PUCKOM
PEe3NCTEHTHOCTM MPW UCMOSIb30BaHNV COBPEMEHHbLIX MPOTOKO-
noB xummoTepanum [6-8]. CxogocTBO 9KCNpeccun reHoB npwu
ETP-OJ1NT ¢ HopmanbHbIMU T-KNETOYHbIMM MpeaLLeCcTBEHHMKA-
MW CBWAETENbCTBYET O KIIOHANBHOW 3KCNaHcum T-KNeToK Ha
paHHuX ctaguax paseuTtud [1, 2, 4, 9, 10].

Ha cerogHawHui geHb ana noeHtndukauum ETP-OJJ1 ycta-
HOBJIEHbI YEeTKME NMMYHOMEHOTUNUYECKMNE KPUTEPUM:

* BepMdMLUMpOBaHHAA NMPUVHAANEXHOCTb ONyXONeBbIX KNeTokK
K T-nuHWM (BHYTpUukneTo4Has akcnpeccus CD3);

e oTcyTcTBME akcnpeccun CD1a n CDS;

* HM3Kas akcnpeccus CD5 (gons NO3UTUBHLIX NENKEMUYEC-
KX KNEeTOK MeHee 75%);

* 3KCMpeccus Kak MVMHUMYM OOHOMO U3 CrefyloLmx mMapke-
pos: CD117, CD34, HLA-DR, CD13, CD33, CD11b, CD65.

Mopo6HbIN HaBopP NOBEPXHOCTHbLIX MAPKEPOB SIBHO OTNNYaEeT-
CAl OT TAKOBOIO Kak HOPMarsibHbIX TUMOLMTOB, Tak N GOSbLUNH-
ctBa cnydae T-OJ1J1 [1, 3-5, 7, 11]. ®eHotun ETP-OJ1J1 MmoxeT
ObITb BbISIB/IEH HE TONbKO Npu caMoM paHHem Tl-BapuaHte OJ1J1
no knaccudukaumm EBponenickon rpynnel N0 MMMYHOSOMM-
Yeckol xapakTtepuctuke neriko3oB (European Group for the
Immunological Characterization of Leukemias — EGIL) [12], HO 1
npu 6onee 3penom Tll-BapuaHte OJ1J1 npu cna6oi, HO onpepe-
nsemow akcnpeccumn CD5 n/unu skcnpeccumn CD2. Oaxe HM3kas
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noBepxHocTHas akcnpeccus CD3, BoamoxHas npu Tll-BapraHTe
OJ11, He uckntovaeT Hann4me ETP-ONJI.

MpoBeaeHHbI MyNBTUAAKTOPHBIA aHanu3 nokasarn, 4Yto Ans
naumeHtoB ¢ T-OJUJ1 HanuuMe WMMYHOMOMMYECKMX MPU3HAKOB
ETP-OJN aBnsetca naxe 6onee cuibHbIM (hakTOpoM NporHosa u
NPeaVKTOPOM UCXOAa, YeM MUHUMaNbHas OcTaTtoyHas 60nesHb [7].

Ta e rpynna uccnegosaresnen, Kotopas Bnepeble onucana
3TOT o60cobneHHbIn nogTnn T-OJ1J1, nanee noaTBepauna ero
Hanu4ne Npu NPoBedeHNM NOTHOrEHOMHOrO CEKBEHUPOBAHWSA B
2012 r. [13]. MNpu ETP-OJ1J1 06HapyxmBanun akTuBMpytoLmne My-
Tauum B reHax, perynupyroLmx LMTOKMHOBBIA peuenTtop (inter-
leukin 7 receptor — IL7R) n RAS-nepepady curHana (67% cny4ya-
eB; reHbl NRAS, KRAS, FLT3, IL7R, JAKS3, JAK1, SH2B3 n
BRAF), VHaKTMBMpYOLLME NOBPEXAEHWs, npepbiBatome pas-
BUTME remonoasa (58% cny4aes; reHbl GATA3, ETV6, RUNXT,
IKZF1 w EP300), n noBpexpeHne rnucToHMOANMULIMPYIOLLINX
reHoB (48% cny4aeB; reHbl EZH2, EED, SUZ12, SETD2 w
EP300) [5, 8, 13].

MyTaumm, npMBoAALLME K aKTUBaLUN LMTOKMHOBOMO peLenTo-
pa u RAS-nepegaum curHana, NpUCyTCTBYIOT Yy % GOMbHbIX C
ETP-OJ1J1, HO Tonbko y 19% 60bHbIX C Apyrumun dopmamum
T-OJ1J1. Bbicokas 4actoTa MyTaumi B reHax, perynupyoLmx
pasBuTMe remMono3TUHECKMX W NUMMONOHbIX KIETOK (reHbl
RUNX1, IKZF1, ETV6, GATA3 n EP300), coctaBmBLuas 58%,
ABnsanacb otnmuuTeneHon Yyepton ETP-OJIJT oT gpyrmux BapuaH-
ToB T-OJ1J1 (16,7%; p < 0,0001) [8, 13].

TpaHckpunumoHHo ETP-OJ1JT umeeT TeCHOe OTHOLLIEHME K re-
MOMO3TUHECKMM CTBOSIOBbIM KNETKaM Y MUENOWAHbIM NPeaLIecT-
BEHHWKAM, UMEET HU3KYI0 YacToTy TunuyHbix ans T-OJ1J1 rexe-
TUYECKNX MOBPEXOEHUN, TaknxX Kak aeneunn reHa CDKN2A/B n
akTvsupytowme mytauun rena NOTCH1. MNMpwn ETP-OJ1J1 npeo6-
nagalT MyTauuu, TUMWYHO acCoLMMPOBAHHbIE C NMaTOreHe3oMm
ocTtporo mueno6bnactHoro nenkosa (OMJ1) [1, 13], nu myTaumm
B reHe IKZF1, obHapyxusaemble npu B-knetouHom OJ1J1 BbICO-
Koro pucka [14-17].

B CcOBOKYMHOCTM MpuBedeHHble AaHHble roBOPAT O MPSMOW
ponu B natoreHede ETP-OJ1JT reHeTU4ecKknx NOBPEX[EHNI, KO-
TOpble MPUBOZAT K rpyboMy 60Ky CO3PeBaHWA U K pasBUTUIO
arpeccuBHoOro HegndepeHLMpPoOBaHHOIO Nerko3a N3 KNneTok,
HanoMMHaloLLMX CTBOMOBbIE KNETKMW.

HecmoTpsa Ha ogHoobpasne KIMHUYECKUX NPU3HAKoB, UMMY-
HOopeHOoTUNa U TPaHCKPUMNLMOHHOIO Npoduns, He 6bIno onpefe-
NEeHO N3BECTHbIX, CNeUndUYHBIX TOTbKO A8 AaHHOro Buaa nen-
K03a, FreHEeTNYECKNX MOBPEXAEHNI, NIEXAaLLMX B OCHOBE BO3HUK-
HoBeHus ETP-nenkemnyeckoro knoHa [7]. B cnyyasx ETP-OJ1J1
oTMeyYanacb 3Ha4YUTenbHas CTeneHb reHeTUYEeCcKoW HecTaburb-
HOCTW, OfHAa U3 HanbOosbLLMX CPEAU ONMUCAHHBIX AN Pa3nyHbIX
BapuaHTos OJ1J1 [18]. 310 cooTBeTCTBOBANIO 6OMALLLUEMY KOMU-
YecTBY M pa3Mepy reHOMHbIX MOBPeXAeHW kapvoTmna [19].

Jonrocpo4Hbiin oTBeT Ha Tepanuio npu ETP-OJIJT aensetca
OfHMM U3 CaMbIX NMIOXMX CPeamn YCTAHOBNEHHbIX (hOpM nenkosa
BbICOKOIO pucKa y OeTEN, aHanorn4HbiM TOMy, KOTOPbIA Habto-
paetca npu BCR-ABL-nonoxutensHom OJ1JT nnn BpoXXAEHHOM
OJJ1 ¢ peapaHxupoBkamu reHa MLL, nnu gaxe xyxe.

B unccnepoBaHnm E.Coustan-Smith n coaet. [7] 10-netHsas
obLas BbhkmBaemocTb naumeHtoB ¢ ETP-OJ1J1 coctaBuna 19%
[95% poBeputenbHbii nHTepean (OW) 0—-92%)] no cpaBHEHMIO C
84% (95% OWN 72-96%) y naumeHToB C OpyrMMu MnogTunamm
T-OJ1J1, 10-neTHAs 6eccobbITUHaA BbDKMBAEMOCTb (event-free
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survival — EFS) — 22% (95% O 5-49%) npoTtuB 69% (95% OW
53-84%) cooTBeTCcTBEHHO. Bce peunamebl, 3apernctpmpoBaH-
Hble B rpynne getein ¢ ETP-OJIJ1, 66111 n301MpoBaHHbIMWN KOCT-
HOMO3roBbIMUY, B TO BpeMs kak 50% peunameoB B rpynne geten
¢ He ETP T-OJJ1 6b1nn akcTpamegynnsapHeiMu. 10-J1eTHAS Kymy-
NATMBHasa 4acTtoTta peungmeoB npu ETP-OJJ1 6bina cratuctu-
Yyeckm 3Ha4nmo (p < 0,0001) 6onbLue (72%, 95% AN 40-100%),
yem npu TMnn4HoMm T-OJIT (10%, 95% OWN 4-16%). CpepHee
BpemMsi [0 passuTus peuuamsa cocTtasuno 1,22 ropga npwu
ETP-OJ1J1 n 1,74 ropa npu He ETP T-OJ1J1 (p = 0,14). B peaynb-
Tare MOHOBApPWAHTHOMO W MyNbTUBAPMAHTHOrO aHanu3a 6bi1o
nokasaHo, 4to guarHo3 ETP-OJ1J1 6bin hakTopoM, okaabiBato-
MM MakcMMasibHoe HeratuBHoe BnusiHue Ha EFS (oTHowwenve
puckoB 12, 95% OW 4,6-31,3; p < 0,0001) [7]. AHanorn4Hele
pes3ynsTatbl 6bIIN NOMYyYeHbl BNOCNEACTBMN U APYrMMKU Ucche-
posaTenbCkMmu rpynnamu [6, 8].

OyeHb BbICOKMIN PUCK Pas3BUTUSA paHHero peuuavea y 60-b-
Hbix ¢ ETP-OJ1J1 B cnyyasix, eCnvM OHW nony4atoT fieveHne no
cTaHgapTHeIM npoTokonam nedenus OJ11, ykasbiBaeT Ha Heob-
XOOMMOCTb MOWCKa anbTepHaTMBHbIX MeTodoB Tepanun. OgHown
M3 onuui ABNsSieTCA MuenoabnaTtMeHas Tepanus C nocnegyto-
Len TpaHcrnnaHTaumen remornoaTMYeckux CTBOMOBbIX KIETOK
(TFCK) B 1-11 pemunccun — ctparterusi, NpemMyLLecTBa KOTOPOn
Mo CPaBHEHUIO C XMMUOTEpanven nokasaHol y aeten ¢ T-OJ11 un
NaoXMM paHHMM OTBETOM Ha Tepanuto [6, 20].

MpoeepeHne annorenHon TIFCK B paHHem nepuoge 1-n pe-
Muccum yny4aet peadynetatbl nedeHuns ETP-OJJ1. C tepanes-
TUYECKOM TOYKM 3peHus ans neyeHusa nauweHTtos ¢ ETP-OJIJI,
OTHOCSILLMXCA K Tpynne O4YeHb BbICOKOrO PUCKa, HEOo6XOAnM
MOMCK HOBbIX XMMUOTEPaANEBTUYECKUX PEXMMOB, KOTOPbIE, BO3-
MOXHO, 6yAyT BKMo4YaTb npenapatbl, akTUBHbIE B OTHOLUEHWUU
OMI1 (Hanpumep, UMTO3ap B BbICOKUX A03aX). [loNONHUTENBHO B
6nwxanwem byayLiem anas nemko3os ¢ MyTaumsamm reHos FLT3,
JAKT1, JAKS3, IL7R n NOTCH nosiBuTcsi BO3MOXHOCTb UCMOSMb30-
BaHWs TapreTHoOM Tepanuun.

BepoaTHO B Ka4ecTBe ansTepHaTuBbI, C Yy4ETOM NPoOosKalo-
LLIMXCA KNMHUYECKNX UCCNefoBaHnin, CTaHeT BO3MOXHbIM MHAY-
uMpoBaTtb NofaBfIeHNE TEeHeTU4ecKoW MporpamMMmel, KoTopas
NPensaTcTBYeT BCTYNeHN0 TpaHcopmmuposaHHbix ETP B npo-
uecc T-KNeTo4HoM oM depeHUMPOBKN, YTO COENAET 3TN KNETKU
YYBCTBUTENbHLIMU K O6bIHHBIM PeXUMaM XxmuMuoTtepanmu.

Takum o6pasom, ETP-OJIJT npeactaenaeT cobor OTAENbHY!IO,
paHee He pacno3HaBaemMylo, NaTo6MONOrMHECKYI0 enHNLY, KO-
TOpas UMeeT KpanHe He6naronpusATHbIA NPOrHO3 U TPebyeT Bbl-
paboTKM MHAMBMAYANIbHOrO TepaneBTUYECKOro nnaHa.

Mbl npuBoguM [ABa KNMHWYeckux HaonwogeHus ETP-OJI,
KOTOpble AEMOHCTPUPYIOT pasinyHble BapuaHTbl TEYEHUA 3TOro
3abonesaHus.

KnuHuyeckoe Ha6noaeHue Nei

BonbHon L., 13 net, noctynun B oToeneHne oHkonoruu/re-
MaToNMorMn N MHTEHCUBHOW XnmmnoTtepanun JeTcKon ropofckon
60nbHUUbI (OB) Ne1 CankT-INeTepbypra 07.02.2014 ¢ xanoba-
MU Ha BANOCTb, CNabocTb, yTOMAAEMOCTb, 611eQHOCTb.

M3 aHaMHe3a M3BECTHO, YTO Masib4uK 6OSIEH OKOSIo 2 Hen,
korga nosiBunucb nuxopagka go 38,3°C ¢ Hopmanu3aumern Ha
oHe aHTMbGaKTepManbHOM WM CUMMATOMAaTMYECKOW Tepanuu.
B ovMHamuke oTMe4eHo HapacTaHue 6neHOCTU KOXHbIX MOKpO-
BOB U CIU3UCTbIX 0605104€EK, CHUXEHNE (PU3NHECKO aKTUBHOC-

1. B o6LemM aHann3e KpoBW BbisiBNieHA NaHUMTOMNEHUSA (remo-
rnobuH 74 r/n, Tpoméouutbl 39,0 x 10%/n, neikoumntsl 0,93 x 10%1).
locnutanuauposax B A6 Ne1 ¢ nogo3peHvem Ha annactuyec-
Kyto aHemuio. CUGIMHIOB He MMeeT.

Mpw nocTynneHun B OTAENEHME COCTOsiIHME pebeHka pacue-
HEHO Kak Tshkesoe 3a cyeT aHemu4yeckoro cuHgpoma. CosHaHue
sicHoe. O4aroBon HEBPOSIOMMYECKOM CUMMTOMATUKNM U MEHWH-
reanbHbIX 3HaKOB HeT. BeipaxeHa 61e[HOCTb KOXHbIX MOKPOBOB
N CcnnsncTbix 0b6onoyek. emopparMyeckoro cuvHOpoma HeT.
B npepgepun Hoca cnpaBa y4acToK YMAOTHEHUS U rMnepemMmm,
6e3 otgensemoro. MNMepudepnyeckme numMmdaTn4eckne yanbl He
yBenuyeHbl. Paamepbl NeyeHn n ceneseHkn B npegenax Hopmbl.

Mpu ob6cnegoBaHun B O6LLEM aHanuae KpoBWU remMorfiobuiH
74 r/n, aputpoumnTbl 2,15 x 10'2/n, TpomboumTel 48,0 x 10%n,
nenkoumntbl 1,0 x 10%n, 6nactHble KNETKN 4%, Nano4KkosAepHbIe
HenTpodunbl 1%, cermeHTossfepHble HernTpodpunbl 1%, NMMAOo-
unTbl 92%, MoHoUUTbI 1%, 303mMHOUNBI 1%. OCHOBHbIE NOKa-
3aTenn 6GUOXMMMYECKOrO aHanm3a KpoBM B Npepenax HOpMbl,
aKTMBHOCTb naktatgerngporeHasbl (J1AI) He noBbiweHa.
Kneto4HocTb kocTHOro moara 160,0 x 10%n, B muenorpamme
6nacTHble KneTkn coctasnany 86,4%, BbISIBNIEHO 2 Merakapmuo-
uuTa B Npenapare, KOCTHbIA MO3r TOTallbHO 3aMeLLieH aHanna-
3MPOBaHHbIMWN 6N1ACTHBIMU KNeTKaMu, BCe POCTKM KPOBETBOPE-
HUSA yrHeTeHbl. LinToxummnyeckoe nccnegosanune: PAS-peakums
oTpuuaTenbHas, peakums Ha NepokcMaasy oTpuuaTenbHas, pe-
akuua Ha cygaH oTpuuatenbHas. [pu nccnegoBaHnm KOCTHOMO
Mo3ra MeTOfOM MPOTOYHOM LMTOMETPUM OBHapyxeHo 73,6%
6nacTHbIX KNETOK CO CHWXeHHoWM akcnpeccunen CD45. Onyxo-
NeBble KNETKM APKO IKCNPeccMpoBanu paHHue T-NMMHenHbIe aH-
TureHsl CD7 v BHYTpWKneTo4Hbin CD3, MMenovaHbIn aHTUreH
CD13 wn aHTUreHbl knetok npepwecTseHHMkoB CD34, TdT,
CD133, CD99. Kpowme Toro, 6bina onpefeneHa cnabdas skcnpec-
cus mmenovaHbeix mapkepos CD33 n CD117, akTMBaumMOHHOMO
mapkepa HLA-DR, a takxe NK-knetouyHoro CD56. lNMpu atom
aKcnpeccua 6onee 3penbiX T-IMHENHbLIX MOBEPXHOCTHbIX aHTU-
reHoB CD5, CD2, CD1a, CD4, CD8, CD3, Takxe kak 1 T-kne-
TOYHbIX PEeLenTopoB af- unu yd-Tnna, He obHapyxeHa. Mo knac-
cudmkaumm EGIL [12] paHHbIM cnyyal Oblnl pacueHeH Kak
Tl-sapnaHT OJ1J1 ¢ KO3KCNpeccuen MMenongHbIX Mapkepos, og-
Hako MMMYHOMEHOTUM OMYXOSIEBbIX KNETOK TakXXe COOTBETCTBO-
Ban ETP-OJ1J1. Kak BMOHO Ha pyCYyHKE, UMMYHO(PEHOTUNNHECKN
onyxonesas nonynsauma 6blna BecbMa HeogHopogHa. LiuTore-
HeTu4eckoe nccnegosanme: kapnotun 46, XY. MNpu monekynspHo-
reHEeTU4EeCKOM MCCeqoBaHnn Obina obHapyxeHa T-KnoHanb-
HOCTb, TpaHcnokauum t(12;21), 1(9;22), t(4;11), t(1;19), del(1p)
(SIL/TAL1), myTauum B reHe IKAROS He BbisiBNeHsI. [Npy nepBuy-
HOM MCCNefoBaHMn NKeBopa uMTo3 1/3, 6nacTHble KNeTKn He
0o6Hapy>xeHbl. Ha peHTreHorpaMme opraHoB rpygHON KNeTku yBe-
NIMYEHUA BHYTPUIPYAHbIX IMMaTUHeCKMX y3roB He BbISIBNEHO.

Ha ocHoBaHuM npoBeneHHOro o6¢cnefoBaHns NOCTaBneH ana-
rHO3: OCTPbIA NMMMOBNACTHBLIA NENKO3 U3 PaHHWX NpPeaLlecT-
BeHHMKOB T-knetok (ETP-OJJ).

[o Havana cneunduyeckorn Tepanmm BbinonHeHo HLA-Tunu-
poBaHue ¢ nocneayoLwmMmM NHALUMMPOBAHMEM MONCKA COBMECTU-
MO0 HEPOACTBEHHOro AOHOpPA.

C 10.02.2014 HayaTo nedveHune no npotokony ALL-MB 2008
AN rpynnbl MPOMEXYTOYHOro pucka. B xopge Tepanumn MHAOyK-
uun pebeHOK nonyyun pekcametasoH, [M3l-acnaparnHasy
(PEG-asp), 2 BBEgeHUs pybomMnumHa, 5 BBEeHWIN BUHKPUCTUHA,
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PucyHok. UMMyHocbeHOTUN onyxoneBbix KneTok nauueHTa L., 13 ner (knuHu4eckoe Ha6bnogeHue Nel).

M3 HUX 2 BBedeHUs B nonHowm no3e n 3 BBeaeHus B 50% Oose
B CBA3WN C pasBMTVEM BUHKPUCTUH-UHAYLMPOBAHHOW MOSIMHEN-
ponatun, 5 3HJONKOMOanNbHbIX BBEAESHU 3 XMMMOMpenapaTos
(ogHa nrombanbHas NyHKLMA 6bina NponyLLeHa B CBA3U C HENpo-
TOKCUYECKOWN peakumen).

Ha 8- geHb OT Hayana uHAyKuMu B O6LLEM aHanu3e KpoBu
nenkoumntbl 0,9 x 10%n, 6nacTHble KNETKU He BbISIBMEHbI, B MUe-
norpammMe Ha 15-11 fieHb Tepanuu 6nactHble KNeTkn 74,4%, Ha
36-1 feHb Tepanuu — 36—-43%.

C y4yeTom OTCYTCTBUA pemuccumn Ha 36-1 feHb Tepanuum cny-
Yah 06CyX[eH C pykoBoguTenem wuccrneposaHus «Mocksa—
BepnuH» npod. A.N.KapadyHckMM 1 pebeHOK nepeBefieH B
rpynny BbICOKOrO puUCKa C AafbHENLUMM JfIe4eHWEM COrfiacHo
BETBW NPOTOKONa Ans pe3ncTeHTHbIx dpopm T-OJ1J1 n nnaxunpo-
BaHnem TI'CK B 1-1 pemuccun.

Mocne 1-ro 6noka ¢ HenapabuHom (6nok HR-5) gocturHyTa
peaykuma O6nacTHbIX KMETOK B KOCTHOM MO3re (KNneTo4HOCTb
KOCTHOro mogsra 26,0 x 10%n, B Mwuenorpamme Merakapuo-
uuTel 20 B NnpenapaTte, 6nactHble knetkn 0,8-2,8%). MNMocne npo-
BefieHnsa 2-ro 6noka c HenapabuHom (6nok HR-6) ynanock po-
CTM4Yb KOCTHOMO3FOBOW PEMUCCUN (KMEeTOYHOCTb KOCTHOMO
mMogra 75,0 x 10%n, B mmenorpamme Merakapuoumutsl 40 B npe-
naparte, 6nactHble Knetkn 1,6%). Tepanua HenapabuHOM oOcC-
NOXHWMACh Pa3BUTMEM TSXKENION HEMPOTOKCMYECKOW peakumm
Il ctenenn. B cBA3N C BbIpaX€HHOW HENPOTOKCUYHOCTBLIO 6bINO
NPUHATO peLLeHne O MPOAOMKEHNN MHTEHCMBHOW XMMMOTEpannm
6e3 Henapa6buHa. NposepgeH 6nok HR-1, nocne koToporo Ha
dooHe 3amMefSIeHHOM 3KCKPeLMM BbICOKOAO3HOro MeToTpekcara
OTMeYannch TSXKenble OCNIOXHEHNA B BUAE KMLLEYHOrO cencmca
Ha OOoHe pacnpocTpaHeHHOro MykosuTa. Kpome Toro, otMeva-
N0Cb Mporpeccupyiolllee TeHeHne CEHCOPHO-MOTOPHOM NOnn-
HerponaTum (pe3kKoe HapyLLEHME NMOXOOKMN).

C y4yeToM TsKenon NporpeccupyoLLen paguKynonosiMHenpo-
naTum, BbICOKOIO pUcka MHBanmansaumnm pebeHka Ha hoHe npo-
BOAMMOW Tepanum BUHKPUCTUH 3aMEHEH Ha BWHOPENbOWH.
MposegeH 6nok HR-2, nocne KOTOpOro Takxe pasBuscsa cuc-
TEMHbIN BOCNanuTesnbHbI OTBET HA (DOHE rNy6OoKON NOCTUUTO-
CTaTM4yeckon [enpeccun KPOBETBOPEHWUS, PacnpOCTPaHEHHOMO
MyKO3WTa 1 ToKcuyeckoro gepmatuTa. Obpallana Ha ce6s1 BHU-
MaHune NporpeccmpyoLLas pagmKynononmHenponaTns CeHCOPHO-
MOTOpPHOIO TMna (pebeHOK camMoCTOATENbHO He xoaun). Mo gaH-
HbIM KOHTPONBbHOW MWEenorpamMMbl COXPaHSANOCb COCTOSIHWE
KNMHUKO-remMaTonormyeckon pemmccum.

C y4eTOoM TaxenbIX HEMPOTOKCUHECKNX NPOSIBIEHWI, BbICOKO-
ro pucka uHeanuamsauumn pebeHka Ha hoHe NPoOBOAUMON Tepa-
nun OT NpoBefeHus criegyloLlero 65oka xMMmuoTepanuu ¢ BBe-
OeHneM HemnapabuHa 6bino peLueHo Bo3gepxarbes. [poseneH
2-1 6nok HR-1 ¢ ncknoyeHnem ankanongos 6apBMHKA PO30BO-
ro. Nocne 3aBepLueHns 5-ro 6510Ka UHTEHCUBHOM XUMUOTEPanuu
B KOCTHOM MO3re COXPaHAnocb COCTOSAHNE peMmnccun (bnactHole
knetkn 0,4%).

B aBrycte 2014 r. nony4eHo COO6LLEHME O TOM, YTO B X0A€e MNo-
ucka B MexayHapogHOM permcTpe HargeH MONHOCTBI0 COBMEC-
TUMbIA HEPOACTBEHHbINM AoHop. 14.09.2014 B HNW peTtckol OHKO-
noruK, remartonorunm u TpaHcnnaHtonorum um. P.M.[op6adeson
(CaHkT-lNeTepbypr) pebeHKy BbinonHuAM annoreHHyto TICK.

B HacToslLLee Bpemsi pebeHOK HaxoOouTCs B COCTOSIHMM MOS-
HOM KNIMHWUKO-remMaTosIorMyeckon pemmccnn (NpoaormKuTenb-
HOCTb HabntofeHus nocne TICK 5 mec).

KnuHunyeckoe Ha6bnogeHue Ne2

BonbHasg P., 14 net, noctynuna B oTAeNeHMe OEeTCKOM OHKO-
norun Ne2 O6nacTHOM OETCKOW KNMHM4YecKon 605bHULbI Neil
EkatepuHbypra 12.01.2015 ¢ xano6amm Ha cnabocTb, NOgbEMBI

h
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TemnepaTypbl Tena o 38—-39°C, 60n1e3HEHHOCTL B 0611aCTL fe-
BOrO M/1e4a, BbICbIMNaHWSA Ha KOXe.

M3 aHamHe3a M3BECTHO, 4YTO AeBOoYKa OOfbHA B Te4yeHue
2 Hep, Korga nosiBUNUCh hebpunbHas nuxopanka 6es apdekrta
OT aHTMbaKTepuasnbHOM Tepanuu, BbICbIMAHWSA Ha Koxe, 60mnu
npu xogbbe, HapacTallWMi B AMHAMUKE remMopparnyeckui
CVHOPOM, U3MEHEHWs B reMorpaMMe B BUAE rMneprenkoumTosa
n TpombouuToneHmn. CUGNINHIOB HE UMeeT.

Mpw nocTynneHnn B oTAENEHNe COCTOsIHNE pebeHkKa Tsxkernoe
3a cYeT WHTOKCUKauuMW BcrneacTBue O605bLUON OMNyXOneBon
Maccbl M remopparuydeckoro cuHgpoma. Co3HaHue siCHoe.
OyaroBoi HEBPONOrMYECKON CUMNTOMATUKN U MEHUHIeasnbHbIX
3HaKOB HeT. MHOXeCTBEHHbIE MeTEXMM N IKXUMO3bI Ha KOXE PYK,
HOr, reMaToMbl 1 OTEYHOCTb B 06NACTU FONEHOCTOMHbIX CyCTa-
BOB. Ha BHyTpeHHel NMoBepxHOCTWU feBOro nine4a pacnpocTpa-
HeHHas runepemmus, GONE3HEHHOCTb U OTEK C OrpaHnyYeHnem
NOABMXHOCTU B JIOKTEBOM CyCTaBe, CBA3aHHbIE C OKKITO3UOH-
HbIM TPOMOGO30M EBOM MIEYEBOM M MOAMBILLEYHON BeEH (noa-
TBEPXOEH YNbTPa3BYKOBOM ponnneporpadment BeH BEpXHUX
KOHEYHOCTelN). YMepeHHO yBenuyeHbl BCe rpynnbl nepudepu-
Yyecknx numdatnHeckmnx ysnos. edyeHb BbiCTynana Ha 4 cw,
ceneseHka Ha 5 cM 13-nof Kpas pebepHoln ayru.

Mpu obcnepoBaHun B 06LLEM aHanMse KpOBU reMornobuvH
107 r/n, sputpoumntsl 4,11 x 10'2/n, nenkouutsbl 212,68 x 10%n,
6nacTHble KneTkn 93%, Tpom6ounTbl 39,0 x 10%n. B 6mnoxumum-
YeCKOM aHanuM3e KpOBM OCHOBHblE MOKa3aTenu, SNeKTPOnuTh,
akTneHocTb JIAI B npegenax HOpMbI, NOBbILLEHA KOHLEHTpauums
C-peakTtuBHoro 6enka go 183 mr/n. B Mmvenorpamme TotanbHas
WHWMLTPALUMS KOCTHOro mo3ra 6nacTHbIMK KneTkamm ¢ Mop-
conoruen L2. LiuToxmmmyeckoe uccnegoBaHne KrneTtok KOCTHO-
ro mosra: PAS-peakuua oTpuuarenbHas, peakuus Ha nepoKcu-
jasy otpuuatenbHas. [Npu uccnegoBaHMM KINETOK KOCTHOMO
Mo3ra MeTOAOM TMPOTOYHOM LMTOMETpUM Ob6HapyxeHo 80%
6nacTHbIX KNETOK CO CHWXeHHoWm akcnpeccuen CD45. Onyxo-
NeBble KNeTKM APKO IKCNPEeCccMpoBanu paHHue T-NMHeNHbIe aH-
Turenol CD7, CD4 v BHYTpukneTo4Hbii CD3, MmenongHble aHTu-
reHsl CD33 1 CD11b, aHTUreHbl KneTok-npepLecTBEHHUKOB
CD34 n CD99, a Takke B-nuHeliHbin mapkep CD79a. Kpome
TOro, 6bina BbisiBNeHa cnadas SKCnpeccus paHHero MMenongHo-
ro mapkepa CD117. Npu 3TOM 3Kcnpeccus 6onee 3penbix T-nu-
HelHbIX MOBEPXHOCTHbIX aHTureHoB CD5, CD2, CD1a, CD4, CDS8,
CD3, T-kneTo4HbIX peuenTopoB of- unu yd-Tuna, Takxke Kak u
apyrmx muenougHeix Mapkepos (CD13, CD14, CD15, CD64,
CD11c, mvenonepokcmaasa, m3oumnm) He obHapyxeHa. lNo knac-
cndmkauum EGIL [12] gaHHbIn cnyyanm 6bin Takke pacLeHeH kak
TI-BapuaHT OJ1J1 ¢ KO3KCNpeccHen MMENOMaHbIX MapKepoB, Of-
Hako MMMYHOMPEHOTUN OMyXOneBbIX KNETOK W B AaHHOM Cryyae
cooteetctBoBan ETP-OJ1J1. OcobeHHOCTLIO0 heHoTHMNa y JaHHOrO
nauueHTa crana o4eHb Bbicokas akcnpeccus CD33 u CD11b.
B pesynkrate LUMTOreHeTUHeCcKoro UccnefoBaHusi KIeToK KOCT-
HOrO MO3ra BbIIB/IEH KIIOH OMYyXOSeBbIX KETOK C KOMMNEKCHbIMU
M3MEHEHNSMM Kapuotuna M MOHOCOMMEN 21-1 XPOMOCOMbI:
47 ,XX,der(8q),der(11q),+der(12)t(12;18)(p13;q12),-21,+M.
Mpy MONeKynspHO-reHeTUHEeCKOM WUCCNEefoBaHUN HaNUYna Xu-
MepHbIX TpaHckpunToB (BCR-ABL1, ETV6-RUNX1, TCF3-PBX1,
MLL-MLLTT), xapaktepHbix ana OJ1J1y geten, He o6HapY>XEHO.
WccnepnosaHune metopom FISH (fluorescence in situ hybridization
nnu dnoopecueHTHas rmépugnsaums in situ) Ha HanM4ne nepe-
CTpoeK B reHe MLL He npoBOannu.

Mpn umMTONOrM4eckoM MccnegoBaHMM NMKBopa Ha hoHe He-
60S1bLLOr0 KONIMYECTBA IPUTPOLUTOB O6HApPY>XeHbI 18 6nacTHbIX
KNeToK, 2 MoHoumTa 1 20 numdouuntos. Npy npoBeaeHN UMMy-
HOPEHOTUMNMPOBAHUS KNETOK CMMHHOMO3IOBOM XUOKOCTU ObInN
onpepeneHbl OMyxoneBble KNEeTKM CO crabon IKcnpeccuen
CD45 n opgHoBpemeHHoM 3skcnpeccuenn CD7, CD34 n CD33.
Ha peHTreHorpaMmme opraHoB rpyaHOWN KNeTKW yBeNMYEHUs BHY-
TPUrPYOHbIX NUMEATUHECKMX Y3II0B HE BbISBMEHO.

Ha ocHoBaHuM npoBefeHHOro o6cnefoBaHMa MOCTaBneH
OMarHo3: oCTpbIi NMMGO061ACTHBIV TENKO3 U3 paHHUX NpeaLlecT-
BeHHWKOB T-knetok (ETP-OJ).

C 15.01.2015 Ha4aTa WHAOYKUMA PEMUCCUM MO MPOTOKONY
ALL-MB 2015, rpynna T-OJ1J1 npomexyTo4Horo pucka. Tepa-
nunio NPOBOAMIM Ha HOHE KOMOBMHUPOBAHHOW aHTUGaKTepuanb-
HOM U aHTUTpoMbBOTU4YEeCKOM Tepanun. B cBsA3n ¢ TpomM6030M
NEeBON MNeYeBON M NOAMbILLEYHON BEH, BLICOKMM PUCKOM YCU-
neHns TpomboTu4eckmx ocnoxHeHu PEG-asp Ha 3-1 geHb
WHAOYKUMK He BBoaMNKN. Bmecto PEG-asp B cBf3u C HapacTaHu-
eM runepnenkoumTosa 3a c4eT 6n1acTHbIX KNneTok (232,0 x 10%/n)
Ha 3- geHb MHOYKUUKN BBENW pyboMUUMH (45 Mr/M2) ¢ KpaTko-
BPEMEHHbIM 3EKTOM (CHMXEHWE KOonu4yecTBa JIEMKOUUTOB
Jo 152,0 x 10%n) n nocnegyowmm yBennyeHmem Konn4ecTtsa
nenkoumToB K 8-my gHio Tepanum go 185,0 x 10%n (6nactHble
knetkn 96%). B nukeope Ha 8- OeHb Tepanum COXPaHsANUCh
6racTHble KNeTkn (26%). Ha 9-n geHb MHOyKumMm Ha OoHe cTa-
6unuMsaumm nokasartenen koarynorpammbl Beenn PEG-asp,
B pe3ynbraTe 4ero 0TMeYasnocb CHUXEHME KONMYeCcTBa JIenKo-
uutoB po 12,0 x 10%/n (6nactHble kneTkn 41%) K 15-my gHiO
VHOYKLMW.

B koHTponbHOM MuenorpaMmme Ha 15-1 fieHb Tepanuu 6nacT-
Hble KneTkn coctaensanm 95,8%. MNpn nposegeHn MMMyHode-
HOTUMUPOBAaHNA KNETOK KOCTHOrO Mo3ra Ha 15-n geHb Tepanuu
onpegeneHo 90,2% onyxoneBbIX KMETOK C (PEHOTUNOM, COOT-
BETCTBYIOLLMM MEPBUYHHOMY.

Ha 17-” geHb MHOYKUMM NOBTOPHO BBENW PYGOMULIMH, B pe-
3ynbTate 4ero OTMEeYasniocb MPOrpPECCUMBHOE CHUKEHWE KOMU-
yecTBa NEWKOUUTOB C MOCNedyloWwuM pasBUTUEM My6OKoWn
Oenpeccun KpOBETBOPEHMS.

Cnyyan obcyxpaeH C pykoBoguTenem mnpoTokona mnpod.
A.N.KapayyHCK1M, pekoMeHOoBaHO npepBaTb UHOYKUMIO U ne-
peBecTn pebeHka Ha Tepanuio BbiCOKOro pucka ansa T-OJT —
610k F1 ¢ BbICOKOOO3HbIM MeToTpekcaTom 5 r/m? 3a 24 4, 650K
F2 ¢ nocnepytoLen oLeHKon cTaTyca peMUCCUm.

Meproa rny6oOKON AEenpeccuMn KPOBETBOPEHWUS OCIIOXHWICSA
remopparmyeckmum CUMHOPOMOM (Makporemartypus u ycuneHue
KOXHO-reMopparnyeckoro CMHgpoma no reMaToMHOMY TUMy Ha
(hOHE BbIPaXXEHHbIX MMNOKOArynALMOHHBIX PacCTPOMCTB C NpU-
3HaKaMn OMCCEeMUHMPOBAHHOIO BHYTPUCOCYANCTOrO CBEpThIBA-
HWS), aPTO3HBIM MYKO3UTOM, HapyLLeHnemM 6unmpyouH-KOHBeEp-
TUpYyoLLen OYHKLUMKN neveHwn. MauumeHTka nonyyana UHTEHCUB-
HYI0 FEMOCTaTMHECKYIO Tepanuio, KOMOMHMPOBAHHYO aHTUbGakK-
TepuarnbHYH0 1 renatoTpornHyo Tepanuio.

Ha 30- geHb OoT Ha4ana Tepanuu MHOYKUUWN BbINOSIHEHA KOH-
TPONbHAaA KOCTHOMO3roBasi NMyHKUWsi, BbISBIIEHO TOTalbHOE 3a-
MeLLeHNne KOCTHOro mMosra HeguddepeHumpoBaHHbIMU 6nacT-
HblMK KneTkamu (80,6%), MO MOPONOrnYecKMM npu3HaKkam
cooteeTcTBYOLWMMU OMJ1. Mpn MMMYHOEHOTUNMPOBaHUM Kile-
TOK KOCTHOrO MO3ra Ha JaHHOM 3Tane Tepanun 6bI10 BbISBEHO
67,1% 6nacTHbIX KNETOK ¢ PEHOTUMOM, CYLLIECTBEHHO OTNNYal0-
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Ta6bnvua. CpaBHeHUWe WMMYHOPEHOTUNA OMyXONeBbIX KNeTOoK
nauymeHtkn P., 14 net, (knuHu4yeckoe Ha6bniogeHue Ne2) Ha
MOMEHT AUarHoCTUKM 1 Ha 30-1 AeHb Tepanuu

BbIpaXeHHOCTb WHnumansHas guarHoctuka 30-1 geHb Tepanuu
3kcnpeccun

fApkas akcnpeccus CD7, iCD3, CD4, CD33, CD7, CD33, CD11b,
(6onee 50% CD11b, CD34, iCD79a, CD64, CD11c, CD15,
no3uTUBHbIX kneTok)  CD45, CD99 CD45, CD99

Cnab6as akcnpeccus

(20-50% noautuBHLIX CD117 CD4, CD34, nu3ounm
KNeTok)

Okcnpeceys CD19, CD22, CD10, CD2, CD19, CD22, CD10,

CD3, CD5, CD8, CD1a,
CD11c, CD13, CD14, CD15,

iCD3, CD3, CD5, CD8,
CD13, CD14, CD61,

OTCYTCTBYET (MeHee
20% NO3UTUBHbIX

KNeTok) CD64, iTdT, NG2, iMPO, CD66b, CD235a, NG2,
TCRap/yd, nu3ouum iMPO, iCD79a, CD117
VimmyHodbeHOTHN
Tl-sapuant OJ1/1,
(Er'é’ll'f;‘?1°2°]”q°”“a””"' CD33'CD79a'CD11b:CD117+  OMIh CD7+

MapKepb/, SKCrpeccus KOTOPbIX N3MeHNNach, BbigenieHbl XUPHbIM.

wmmea oT nepsuyHoro. [pu coxpaHeHnun akcnpeccun CD7
6onee He onpefenancsa BHYTpuKneTo4Hbin CD3, a akcnpeccus
CD4 3HauuTenbHO cHu3unacb. Takxke 6bII0 OTMEYEHO CHUXKE-
Hne akcnpeccun CD34 n CD117. B pononHeHne k CD33 wu
CD11b onpegensanack 3kcnpeccus Apyrnx MUENouaHbIX aHTu-
reHoB CD11¢, CD15, CD64, nu3ouuma. CrnenyeT OTMETUTb, YTO
Ha 6a30BOM A5 LUTOMETPMYECKOrO BblAeneHns 61acTHbIX Kiie-
TOK To4yeyHom rpadmke CD45/SSC (napameTp, KOCBEHHO OTpa-
>KaoLLMIA pa3BUTOCTb BHYTPUKIIETOUHBLIX CTPYKTYP) OMyXOreBble
KNEeTKM Ha MOMEHT NepBUYHOM ANarHOCTUKM U Ha 30-1 OeHb Te-
panuu 3aHumanu pasnuyHoe nonoxexve. Ha 30- AeHb Tepa-
nun peHoTMN onyxonesbix KNeTok cooteeTcTeoBan OMJI ¢ ko-
akcnpeccuen CD7 n CD4. CpaBHeHVe MMMYHOEHOTUMNA OnyXo-
NEeBbIX KIMETOK Ha MOMEHT AMarHoCTUKM 1 Ha 30-1 feHb Tepanuu
npegcTasneHo B Tabnuue.

Mpu npoBefeHMM UMMYHOEHOTUNMPOBAHUSA KIETOK CMMHHO-
MO3rOBOW >XWOKOCTM BHOBb ObINiM OMpeferneHbl OryxoneBble
KneTkn co cnabow akcnpeccmen CD45 n ogHOBPEMEHHOW 3KC-
npeccuenn CD7, CD34 n CD33, nx nonoxeHue Ha TOYEHHOM
rpacdmke CD45/SSC cooTBeTCTBOBANO TAKOBOMY ANl KIETOK
KOCTHOro mosra Ha 30- feHb Tepanuu.

Mpy NOBTOPHOM MCCNEOOBaHUN KINETOK KOCTHOrO Mo3ra Mme-
TOLOOM MONUMEPA3HOW LIEMHON peakuumn 06Hapy>XeH TPaHCKpUNT
MLL-MLLT4(AF6). TpaHcnokaumm £(9;22), t(4;11), 1(9;11), t(6;11),
1(8;21), inv16, t(15;17), del(1p) (SIL/TAL) He o6Hapy>XeHbI.

Mpu nepecmoTpe peaynbrata MHULMANBHOW LUTOreHETUKU
6bIn onpepeneH kapuwotun 47, XX, del(11)(g23), t(12;18)
(p13;q12), add(21)(q22), +12[2]/ 45, XX, del(11)(g23), t(12;18)
(p13;q12), -21[2]. O6Hapy>xeHbI del(11)(923), t(12;18)(p13;912),
add(21)(g22), a Takxe KJIOH OMyXONeBbIX KNETOK C MOHOCOMMUEN
21-1A XpOMOCOMBI U 2-11 KNOH C Tpucommen 12-in XpoMoCOMBI.

Ha ocHoBaHuMW npoBefeHHOro 06CnefoBaHvs U KIMHUKO-
nabopaTopHOM AMHaMMKWM MpoLecca NOoCTaBfeH AMarHo3: OCT-
pbii HegnddepeHUMPOBaHHbIN (HE MOSIHOCTHIO KOMMUTUPOBAH-
HbI K NTUMGONTHON/MNENONOHOM NINHNSM) NIEAKO3 C UCXOLHbIM
teHoTunom Tl-sapmanta OJ1J1 CD117+, CD33*, CD79a* (ETP) n
C TpaHcdopMaumer B OCTpbIA MMenobnacTHbeli nenko3 CD7+
¢ aHomanven 11923 t(6;11), c nopaxeHWem LeHTPanbHOW HepB-
HOW CUCTEMBI.

KonnernanbHo NpuHATO pelleHve O nepesoge pebeHka Ha
nporpaMmmMHyto Tepanuio ansg OMJ1 Ha dhoHe NONHOCTBIO TPaHC-
PETUHOEBOW KMUCNOTI.

B HacTosee Bpemsi AeBoYKa nony4aet XMmmuotepanuio no
npoTtokony AML-BFM 2004 Ha doHe nprema NonHOCTbIO TpaHe-
PETUHOEBOW KUCNOTbl, KOMOWHWPOBAHHOM aHTUMUKPOOHOW W
WHTEHCUBHOW 3aMeCTUTENLHON Tepanuu.

3aknovyeHue

B HacTosieln ctatbe NPMBOAATCHA ABA KIMHUYECKMX Habso-
nenns ETP-OJJ1. B o6ounx cnyyasx guarHo3 3aboneBaHuns ycra-
HOBfIEH Ha OCHOBAHWUN XapaKTEepPHOW 3KCMpPeccun NMoBepXHOCT-
HbIX KNETOYHbIX MapkepoB METOAOM MPOTOYHOWN LIUTOMETPUN.

B nepeBom cnyyae oTMeYanuCb XxapakTepHoe MeffleHHoe
YMEHbLLEHMEe KONM4YecTBa NEVKEMUYECKMX KNETOK B XOAe WHU-
umManbHOM Tepanum n OTCYTCTBME OOCTUXKEHUS pemMmccum no
3aBepLUeHun 3Tana UHAYKUMM B COOTBETCTBMM C MPOTOKOSIOM
ALL-MB 2008. Pemuccuio yganock nony4vTb TONbKO nocre npu-
MEHEHWs1 B paHHEM MOCTMHOYKUMOHHOM Mepuofe ABYX KypcoB
Tepanun HenapabuHoM. Ycrex nevYeHns B AaHHOM cry4ae 6bin
CBfi3aH CO CBOeBpPeMeHHbIM npoeegeHnem TICK.

BTopow cny4an npenctaBnseT BapuaHT KpanHe Hebnaronpu-
ATHoro TeveHus ETP-OJ1J1, koTopki Ha hoHe Tepanuu No npo-
Tokony ALL-MB 2015 conpoBoxgasncs He TOfIbKO OTCYTCTBMEM
0TBETA, HO W nocneayoLen TpaHcdopmaumen 8 OMJ1.

B o6ounx cnyyasx oTmevanacb Hea(PEeKTUBHOCTb MHULMATb-
HOW Tepanuu no nporpammam nevexusa OJ1J1, 4To aBMnock cnea-
CTBVEM MNEPBUYHON PE3NCTEHTHOCTM 3a6051EBAHNA K JIEHYEHMIO U
noTpe6oBasno B fanbHenweM MHAMBMAYyanM3aumm Tepanuu.

3HaHne 6UOoNorMYeCcKNxX NPOLECCOB, KOTOPbIE NEXaT B OCHO-
Be ETP-OJ1J1 n onpenensiioT ero yHuKansHoe NoBefeHue, nos-
BONSET npepnonarate BO3MOXHblE CLEHapuy Te4YeHus 3TOoro
3a6oneBaHus. OTO OUKTYET HEOOXOOUMOCTb KOPPEKTHOW Auva-
FHOCTMKW U 3acTaBnsieT UCMoMb30BaTb afibTEPHATUBHbIE METO-
Obl NieYeHns, BKIYaLwme kak nposegeHue annoreHHon TIFCK
B paHHeM nepuoge 1-i peMmuccun, Tak 1 BKIKOYEHWE B Tepanes-
TUYECKYI0 NporpaMMmy xvmMuonpenaparos, 3M(PeKTUBHbIX B OT-
HoweHun OMJ1.

Benexve naumentoB ¢ ETP-OJ1J1 Ha paHHMX 3Tanax cneum-
du4eckon xmmmoTtepanun TpebyeT MPUHATUA OnpefeneHHbIX
TaKTUYECKNX PeLUeHUI, CBSA3aHHbIX ¢ nnaHupoBaHnem TICK un
CBOEBPEMEHHbIM MHMLMMPOBAHMEM MOUCKA [OHOpa, CTPOroro
MOHMTOPUPOBAaHWA OTBETA Ha NPOBOAUMYIO Tepanuio U MHANBK-
Jyanu3vpoBaHHOro fie4eHunsi B CBAI3N C HenpeackasyemblM Teve-
HVeM npoLecca, ero BbICOKON PE3UCTEHTHOCTbIO K CTaHpapT-
HbIM npoTokonam nederuns OJ1J1 n BO3MOXHOCTLIO TpaHcdopma-
umn 3a6onesaHunsa 8 OMJ1.
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