lpunoxeHue

HBIX OEpEMEHHOCTH C pa3sHbIMM HcxogaMmu. Jlo3bl umaTuHHOA
cocrasisuin 400-600 mr/cyT, HuoTnHNMOa — 800 Mr, 1a3aTUHK-
6a — 140 M.

Pesynomamut u oocyncoenue. Y 6 n3 33 )eHIMH BBITOIHEH
HCKYCCTBEHHBIH a00pT, 10 perieHuio 00abHON U Bpaya —y 1 npu
Tepanuu Aa3aTHHUOOM M y 5 mpu Tepanun umatuauoom (MM).
Wcxonpt 27 u3 33 cinydaeB COXpaHEHHOW OepeMEHHOCTH: POK-
nenue 19 3noposbix fereit (16 npu tepanuu UM, 2 y onHol u
TOH JKe YKeHIIHBI IPU TEPaIrH a3aTHHUOOM B 1-M TpuMecTpe,
1 — y 6onbHOM, nosyyasmeid UM u rugpoKCUMOYeBUHY B 1-M
TpuMmecTpe U HWwIOTHHUO mocine 10-if Hegenn OepeMEHHOCTH);
3 cnioHTaHHBIX BeIKKbIIA (MM B 1-M TpuMmecTpe); 1 paHHsIs He-
oHaranbHasg cMepth (MM no GepemeHHOCTH); 4 GEpeMEHHOCTH
npojospKaroTes B Hacrosmiee Bpems (3 — UM, 1 — B nepepsbiBe
nocie Teparnuu 003yTHHHOOM). OTMeUeHa HU3Kas Macca Teja y
2 nereit (2400 r u 2159 1), pOKACHHBIX OT MaTepei, MOITy4aBIINX
WM npu 6epeMEeHHOCTH, Y4TO TpeOyeT AOMOIHUTEILHOTO aHAIU-
3a. Ha MomenT 3auatust 6 u3 27 xxenmus ve npuaumanu UTK, 21
u3 27 npunumanu UTK n oOparunuck k remarosiory Ha 4—8-if Hex
6epeMeHHOCTH. KITIOueBBIM MOMEHTOM JUIsl PELIEHHs BOIIPOCa O
Tepanuu ObUIa cTerneHb pemuccu XMJI Ha MOMEHT JIMarHOCTH-
ku OepeMeHHOCTU. Y 8 13 16 GOIBbHBIX, HOIYYaBUIUX TEPAIIHIO
WM, 0bu1 Gombinoii Monekyisipabiii orBet (BMO), ny 5 u3 8§ —
NoJHBIA MonekyssipHbIil oTBeT (ITMO). V 6 U3 3THX 8 KeHIMH

npueM MM Obin mpepBaH Ha Bech cpok OepemeHHOcTH. BMO
OBLIT TOTEPSIH, OHAKO MOJIHBINA remarosioruueckuit oteer (I1I0O)
coxpansuics y 5 u3 6 6onbHbIX. Tepanuto npu OEpeMEHHOCTH T10-
ny4anu 2 u3 8§ manueHTok ¢ m3HadasibHeIM BMO: 1 GonpHast —
VM B teuenue Beeit 6epemennoctu, 1 — uarepdepon o (MDHa)
B CBSI3U C BO3HHUKIIMM IUTOTCHETHYECKUM PEIUANBOM. Y APYTUX
8 GonbHBIX, 6e3 BMO 1 pa3HO CTENeHbI0 UTOr€HETHYECKOTO
U TeMaToJIOTHUECKOr0 OTBETA, MPOBOAMWIN CIIEAYIOLIAs Tepanus
nipu 6epemennoctu: y 6 — UOHa n y 2 — UM. Tepanus UDHa
no3poauia nogaepxkusarh 1IN0 y 3 u3 6 xeHIuH, ay 1 60abHOM
3a BpeMsi OepeMeHHOCTH ObUT TIOydueH BMO. CamocTosiTenbHO
npuHIMana Heperymsipao UM 1 U3 2 manueHToK ¢ YacTUIHBIM
reMaToJIorHYeckuM (P PEeKTOM; BTOpasl MAIlMeHTKa, C BIIEPBbIC
JIMarHOCTUPOBAHHBIM BO BpeMs OepemenHoctr XMJI, nomyuana
UM c 17-it Henenu GepemenHocTH; coxpansuics IO, k 6 mec
tepanu (3 mec nociue ponos) 6bu1 nomyuen [11O.
3axnouenue. Y xenuys ¢ XMJI ¢ IIMO nu BMO Bo3moxkHa
HaOonaTenbHas TAKTUKA, 03 Tepanuu, IPH YCIOBUU PEryJIsp-
HOTO MOJIEKYJSIPHOTO MOHUTOPUHIA BO BpeMsi OEpeMEHHOCTH.
IMpu otcyrctBun BMO BBIOOp HAWIYUIIETro PEXUMa TEPAHU
XMJT nipu GepeMEeHHOCTH OTPEIEIICTCS] HHANBUIYAIIBHO, C y4e-
TOM H3HAYaJIbHO CYIIECTBYIOIIEH CTENEHHM OTBETAa Ha TEPaIluio.
Jnst pa3pabotku anroputmoB Teparnuu XMJI mpu 6epeMenHoCTH
TpeOyeTcs JanbHeUIINil aHa U3 CITydaeB U HaKOIUICHUE OIIBITA.
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OrBY lemaTtonornyeckuii Hay4Hbln LeHTp MuH3apascoupa3Butua Poccum, Mocksa

Beeoenue. 1lens nccienoBanus — OmnpeieTeHHE PAMOHANb-
HBIX II0JIXO/I0B K JIEYEHHIO aHTHOUMMYHOOIacTHOH T-KieTouHoi
mumbomsl (AUBJT).

Mamepuanwst u memoowt. B xnmunvke ['emaronoruaeckoro Ha-
yunoro uenrtpa (I'HII) nabmronanu 12 6onbubix AUBJI (7 myx-
YMH ¥ 5 JKEHIIMH) B Bo3pacTe oT 29 no 77 ner (MequaHa BO3-
pacra 62 roza). IIpu KIMHUKO-MOP(OIOTHIECKOM UCCIICTOBAHUT
BO Bcex cilyuasx ycraHoieHa IV BB cranus 3aboneBaHus c
IFCHCPAJIM30BAHHBIM TIOPAXKCHUEM BCEX T'PYIII J'[I/IM(I)aTI/I‘{CCKI/IX
y3IJI0B, TleYeHH, cene3eHkd. Cnenuduueckoe MopakeHHe JIer-
Kux oTMedeHo y 9 (75%), xoctHoro mo3ra —y 11 (92%) Gounb-
HBIX. Y OOJIBIIMHCTBA MAIMEHTOB JUIs BepH(UKAIMH JTHArHO3a
norpeboBagach MOBTOPHAST OMOINCHS C PACIIUPEHHOHN MaHEIbI0
HMMMYHOTMCTOXUMUYECKOTO HCClIeoBaHus (C 100aBICHUEM MO-
HOKJIOHaNbHBIX aHTuTeN k CD10, PD1, CXCL13) 1 Monexyssp-
HO-TeHETHYECKUM HCCIIEIOBAHIUEM Ha KIIOHAIBHOCTB 110 peapaH-
JKMPOBKE I'eHOB T-KJIETOYHOrO peLenTopa.

Pezynomamor u o6cyyncoenue. llocne TOMOTHUTENBHOM
MUATHOCTUKY TEepBUYHBIA amarHo3 Obu1 m3meHeH Ha AIBJI
y 9 u3 12 Oonbubix. IlepBuunble auarHosel: auddysHas
B-kpynHokierounas tuMmdoma ¢ oomnueM T-kneTok — 1 60nbHOH,
ALK-HeraTuBHas aHAIIa3upOBaHHAs KPYTHOKJICTOYHAS JTUM(O-
Mma — 1, numdoma Xomkkuna — 4, nepudepudeckast T-kiaeTouHast
muMdoMa, nanaee HEYyTOUHEHHas!, — 3 OONbHBIX. TspKeIoe cocTo-
stHUe OOJBHBIX, PAaCIPOCTPAHEHHOCTh OITyXOJEBOrO Mpoliecca,
BbIPaXKECHHbIE B-CUMITOMBI U JIUXOPAKa, IOPAXKEHHE KOCTHOIO
Mo3ra M JIeTKUX, Bo3pacT ctapiue 60 jet, Haluuue TsKeaol cep-
JIEYHO-COCYMCTON MATOJIOTHH 3aTPyAHSUTM BBIOOP MPOTPaMMBI
Je4eHHs, 0COOCHHO Y OOJIbHBIX, IOJIyYMBLIMX HA [IEPBOM 3TaIle
HEaJIeKBaTHYIO TEPAIMIO U3-3a HENPaBWIBHO BepU(MUINPOBAH-
HOTO uarHo3a. B uccnemyemoi rpyriie ToiabKo 2 O0IbHBIX ObLTH
Mmitazauie 45 jet, npoBeJeHHoe UM Jiedenue 1o nporpamme OJLJI-

2009 npuseno k noiHoi pemuccuu (ITP), mponoskatomeiics 7 u
13 mec. Tpem GoJbHBIM MOXKHIIOrO Bo3pacta (0T 72 mo 77 jer) ¢
TSDKEIION CeplIeuHO-COCYIUCTON naTonorueil Ha 1-m srane Obuia
HasHa4Y€Ha IMTEJIbHAsA NOAACPIKHBAIKOIIasl XHUMHUOTEparus I10
nporpamme GMALL-2002. Ha 3to#i Tepanuu y 2 G0JIBHBIX MOTY-
yeHa yacTuuHas pemuccus (UP), y 1 6onpHOII ynanock noiay4urs
[P nponomxutensHocThIO 40 Mec. Octasnbhbie 7 U3 12 60NIBHBIX
Habmonanchk B Bozpacte oT 60 go 70 meT. OtuM OOIBHBIM Ha
1-M mm 2-M STanax JIeYeHNs IPESATPUHATA TONBITKA TEPAITHH 110
nporpammam GMALL-2002 wimu OJIJI-2009. [pu sneyeHun o1-
MEYeHO OOJBIIOe KOIUYECTBO TSDKEIBIX MH(GEKINOHHBIX U TOK-
CHUYECKHX OCIIOKHEHUH, YIJIMHEHNE IEPEPIBOB B JICUEHUH U3-32
MHENOJCIIPECCHH, YTO IIPUBEIIO K HEOOXOMUMOCTH Oojiee paHHe-
ro mepexoaa Ha momaepxkuBaromyto teparmmio GMALL-2002 y
Bcex 7 OonbHBIX. Y 3 3 7 OONBHBIX Ha 3Tame JJIUTENbHON MOJ-
JIep>KUBatoIell Tepanuy OblIa JOCTHTHYTA IIOJIHAS PEMHUCCHS
AUBJT nponomxurensHocThio 20, 36 u 41 mec. Y 1 OonbHOMR
yAaJ0Ch IOIY4YUTh BTOPYIO peMuccuto 3adonesanus (14 mec), y
OCTaJIBHBIX 3 — MOJIyYeH YacTH4HBIA oTBeT. TakuM oOpas3oM, B
Hacrosiee Bpems HaomonatoTes 5 (42%) u3 12 6onpasix AUBJT
B IIP, 1 GombHOl ymep ot nporpeccuu AUBJL, 5 6onbubix ¢ IIP
i YP ymepiu oT comyTCTBYOLIMX 3a001eBaHuii (cepaeduHo-co-
CYIUCTOM MAaTOJIOTHH), cyabba 1 OonbHOW Hen3BecTHA. MennaHa
BBDKMBAEMOCTH B 0011eit rpymme 33 mec (2-51) mec.

3aknrwuenue. Ilpumenenne s nedenuss AVBJI umnyibe-
HBIX TPOTPaMM I10 HAIIMM JaHHBIM W JaHHBIM JIUTEPaTypEHI,
MaJIONEPCIEKTUBHO. Y OOJbHBIX MOJIOAOTO BO3pAacTa BOSMOXKHO
nonyuuts [P npu ncnonszoBanuu nporpammsr OJIJI-2009. [Ipu
neyeHnn OOJIBHBIX crapiine 60 JIeT ¢ MepBhIX 3TAIoB IEIeCO0-
Opa3sHO HCHONB30BaTh JUIUTENIbHYI0 HEMHTEHCUBHYIO (IIOALEP-
XKMBAIOLIYI0) Tepanuio 1o nporpamme GMALL-2002 ¢ nobasie-
HHUEM SIHUT€HETHIECKHUX MPenapaToB.

YcnelwHoe nprviMmeHeHe UMMYHOMOZAYVPYIOLLEl Tepanuu Npy MOJIeKYIAPHOM peLuaniBe oCcTporo
num¢obnacTHoro nerikosa, t(4;11).
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Beeoenue. Octprie numpodnactaeie neitkozsl (OJIJI) ¢
t(4;11) (q21;923) u skcnpeccueit rena MLL-AF4 cocrapnsitor
5-7% ot Bcex OJIJI B3pocubix u 40-50% OJUI y mereit no 6
mec. 1o pe3ynpraTaM MHOTOI[CHTPOBOTO HUCCIIEOBAHUS MO Jie-
YEHHIO OCTPBIX JTMM(OOIaCThIX JIeliko30B B3pocibix OJIJI-2009

yactora BcTpedaemocTu t(4;11) Heckonbko Menbiie — 2,3%.
OJIJI ¢ t(4;11) xapakTepu3ylTcs arpecCHBHBIM TEYCHHEM H
IUIOXUM IIPOTHO30M. [IpHOPHUTETHBIM METOIOM JIEYEHUs JaH-
HOU rpymnmbl 6oNbHBIX siBIsieTcss mHTeHcuBHas [IXT ¢ mocie-
nytomeit amuo-TCKK. Oanako ae npy yCIOBUY BHITOTHEHUS
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