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TKM o6mast 5-neTHsisl BBDKHUBaeMOCTh He TpeBbImaeT 25%, 9410
3aCTaBIseT MCKATh HOBBIC CTpATeruu JieueHus. Tak, mpu Je-
yenuu OJIJI ¢ mepecTpoiikoit rena MLL y nereli mpuMeHeHne
ITOJTHOCTHIO TPAHC-PETHHOEBOM KHCIOTHI B COYETaHUU CO CTaH-
naptHoit [TXT nmo3BoaMIO0 YBETUYUTh 2-JIETHIOW 0eCCOOBITHI-
HYI0 BBDKHMBaeMocTh 10 85% [Fechina et al., Haematologica,
2008]. lns Bcex OCTpBIX JIEHKO30B JOKa3aHO, YTO OOHapyKe-
HUE MapKepOB MMHHUMAJIbHOM pe3nyaibHON OOJIE3HHU ompene-
JISIeT BBICOKYIO BEPOSITHOCTb Pa3BHUTHS PELUANBA 3a00JIEBaHUS
1 TpedyeT U3MEHEHUs TepaneBTUYeCKON TakTHKH. Yale Bcero
9TO MOJM(UKAIMS IUTOCTATUYECKOTO BO3JICHCTBUS U TIOCIIEY-
fomas TpaHcmantanus koctaoro mosra. s OJIJI ¢ Tpancio-
kauuei (4;11) TakTuka Tepanuy MOJIEKYJISPHBIX PELUUBOB HE
paspaboraHa.

Mamepuanst u memoowt. B THI ¢ 2000 . mpoBOoAXTCS IHIIOT-
HOE UCCIIE/JOBAHHE T10 JICYCHHIO MOJICKYJISIPHBIX PELIIMBOB OCTPBIX
muenonanbix Jeriko3oB (PML/RARA, AML/ETO, CBF/MYHI11) ¢
MIOMOIIBI0 IMMYHOMOIYJIHPYIOIIHX TpenaparoB (MHTepdepoH-o
B couetannu ¢ ATRA u nntepneiikunom-2). IToBropHbie mMoe-
KyJISIpHBIC pEMHCCUH ObUIH MOTy4YeHbl y 12 13 18 BKIFOYCHHBIX B
nccea0BaHue OOMBHBIX.

Pesynomamut u oocyscoenue. YxkazanHas nporpamma Obuia
BIIEPBBIC KCIIOJIb30BaHA B JICYCHUH MOJICKYJISIPHOTO pEIHINBa
OJIUT ¢ t(4;11) (q21;923).

Bonbnoit H., 25 ner, B aBrycre 2009 1. Ha cpoke 6epeMeHHO-
ctu 11-12 Hen ObL1 ycTaHOBJIEH nuarHo3 npe-B octporo num-
(obmacTHOTO JIeHKO3a, TPOTEKAIIIET0 ¢ THIEPICHKOIIMTO30M
(meiikormTer 556 x 10°11), remarociuieHOMeraiueil, yBenude-
HueM nepudepudeckux muMdaTrdeckux y3nos. Ilpu ctangapt-
HOM LHUTOTEHETHYECKOM HCCICIOBAHUN BBISIBICH KapHOTHII
46 XX t(4;11) (q21:923) [20]. Ipu MoneKyIsIpHOM HCCIEN0-
BAaHMM METOJIOM MOJMMEPA3HOM LEMHON peakiuu B peKuMe

peansHoro Bpemenu (IILIP-PB) oGHapyseHna skcrpeccus resa
MLL-AF4. 31.08.2009 BbINONHEHO NpEepbIBaHUE OEPEMEHHOCTH
o MeauuuHckuM mnokazanusM. C 29.08.2009 nmo 17.01.2012
nposenena IIXT B coorBerctBum ¢ mportokosnom OJIJI-2009.
B nos16pe 2009 r. mocine I da3pl MHAYKINOHHON XUMHOTEPAHH
JOCTUTHYTA KIMHHKO-TEMaTOJIOTHYECKash peMHCCHs 3a0oJieBa-
Hust. OJTHAKO MOJIEKYISIpHAsT PeMUCCHS 3a(UKCHPOBAaHA TOIBKO
B okTs10pe 2010 r, yepe3 13 mec oT Hauana yeuenus. B nexabpe
2011 r. Ha (hOoHE COXpAHSIOUICHCS KIMHUKO-TeMaTOJIOTHUECKOM
W LOUTOTEHETHYECKOH PEMHUCCHU METOJOM (IIFOOPECIEHTHOM
in situ rubpunuzanuu (FISH) t(4;11) He oOHapy»*eHa, BHOBb BbI-
aBneHa skcnpeccus rena MLL-AF4 —0,027%. B suBape 2012 1.
[P MCCIIEIOBAHUU B JUHAMUKE SKCIIPECCUs TeHa yBEJINYMIIach
10 0,22%, 4TO MO3BOIMIIO JUATHOCTUPOBATH NEPBBIN MO3IHUM
Mounekymsipubii penuaus OJIJI. YauTteiBas HEBO3MOXKHOCTD BBI-
nostHeHust aiso-TT'CKK (cuGiuHroB HET, B MEXIyHAPOIHOM
perucTpe HaiJIeHO TOJIBKO 3 MOTCHIMAIbHBIX HEPOJACTBEHHBIX
JIOHOpa), HayaTa KOMOMHHMPOBAHHAs MPOTHBOPEIMINBHAS Te-
panusi ¢ BKIIOUCHHEM TPETHHOMHA, HHTEep(epoHa-0. U WHTEp-
neiikuna-2. C siHBaps no ampenb 2012r. nposeneHo Tpu Onoka
tepanuu: NJI-2 BHyTpuBeHHO (B 1-5-¢ qHM, CymMMapHas Ji03a
Ha kypc 10-24 mua EJT), ATRA 45 mr/m? B cytku (9-23-¢ nun),
unTeppepon-a 3 miuH EJ[ noakoxkHo uepe3 neHb (9—23-e nHu).
WurepBan mexay kypcamu 10—14 aueii. B ¢pespane 2012 r. mo-
cjie mepBoro OJI0Ka JIeYeHUs JJOCTUTHYTA BTOpasi MOJICKYJIsipHas
pemuccust 3a001eBaHus, KOTOpasi COXPaHAETCsl M0 HACTOsIIee
Bpems. [IpoBogumast Tepamnusi npogosnkeHa. OOmmit cpok Ha-
OmronieHus 3a 60sIbHOM cocTaBiser 32 mec.

3axnrouenue. JlanHoe KIMHUYECKOEC HAOJIONCHHE JEMOH-
CTPUPYET BO3MOXKHOCTH YCIEUIHOTO HMPUMEHEHHs HEeUUTOCTa-
TUYECKUX IIPEraparoB B JICYEHUH MOJIEKYJSPHBIX PELHIUBOB
OJLL, t(4;11).
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Beeoenue. 1lens nccnenoBanusi — onpeneneHue crenupuy-
HOCTHU W 9yBCTBUTEIIBHOCTH, IPEHMYIIECTBA U HEJOCTATKHU MIPHU-
MEHEHHUs1 YIbTPa3BYKOBOI'O UCCIIEI0BAHUS JIETKUX B HEOTJIOAKHOM
ME/MIMHE Ul BBISBICHHS 3a00JICBAHUH JIETKUX U CEPICYHO-
COCYIAMCTOH CHCTEMBI, MPOSBIAIOIINXCS CHMITOMAMH OCTPOH
JIbIXaTeJIbHOI HEJOCTATOUHOCTH.

Mamepuanst u memoowt. Ha 6a3e VHcTuTyTa NETCKOI rema-
TOJIOTMH U TpaHciutanTonoruu uM. P.M. Topbauesoii CIT6IMY
Oblla IPUMEHEHA METONUKA YIbTPa3ByKOBOIO MCCIIEIOBAHUS
JerKux, paspadorannas Jl. JIuxreHmreitnom, mpu ocTpoi IbIxa-
TEIBHOH HETOCTAaTOYHOCTH Y JeTel U B3POCIBIX, HAXOASIINXCS B
OT/ICJIEHUU PeaHUMalK U UHTEHCUBHOU Tepanuu. bbuio o0cie-
J10BaHO 40 OOJIBHBIX C OCTPO BO3HUKIIIECH OJIBIIIKON U CHIIKCHUEM
caryparmuu (SpO2).

Pezynomamut u oocysyncoenue. ITpoBoauMoe yibTpa3ByKkoBOE
uccnenosanne (Y3M) npu ocTpoil IbIXaTeslbHOM HEZOCTATOY-
HOCTH TOKa3aJI0 CBOIO OBICTPOTY, MOOHIBHOCTH, BEICOKYIO UyB-
CTBUTEJIBHOCTD M CHIELU(PUYHOCTD. 3aHUMaJI0 He Ooree 3—5 MuH,

Ha OCHOBaHMM pe3yabTaToB Y3U nerkux BbISBICHBI CIETYIOLIHE
COCTOSIHUS, BBI3BIBAIOIINE OCTPYIO JIBIXaTEJIbHYI HEJOCTaTOY-
HOCTb: UHTEPCTULMANbBHBIN (4yBCTBUTENBHOCTh 97,5%, cmen-
upuaHocts 95%) u anpBeoNSpHBIA (dyBcTBUTENBHOCTH 100%,
cneruduanocts 100%) OTEKH JIETKHX, BBHIIOT B IUIEBPAIbHYIO
nonoctb(100%), mHEeBMOTOpakc —(4yBCTBUTEIBHOCTH  75%,
cnetuduunocts 100%). ¥V 55,7% o0cnenoBaHHBIX MEPBUYHO
OOJBHBIX UMEJIOCH COUSTaHHE HECKOIBKHX MAaTOJIOTHYECKUX CO-
crosgHuil. K HemocTaTkaM MeTOAa OTHECEHBI: TPYAHOCTH UHTEp-
MPETALN PE3Y/IbTaTOB IPH BHIPAKCHHON MOAKOKHOI aMbH3eme,
CJIO)KHOCTH B TIOMCKE OTTPaHUUSHHBIX ()OPM ITHEBMOTOpPAKCA.

3axniouenue. YibTpa3ByKoBOH NaTYMK ObUI UCIOIb30BAH B
KaueCTBE COHOIpaUUECcKOr0 CTETOCKOMA JUIsl JITKUX. JaHHBIH
BUA o0cnenoBanus yao0eH Juisi OOJIBHOT0, BEICOKOTYBCTBUTEIICH
U BBICOKOCIIELIU(UUEH, MOXKET ObITh HIMPOKO BHEAPEH B IIPAKTHU-
Ky M OCBOCH BpauaMH MHOTHX CIICIHAaIbHOCTEH A OBICTPOH,
CBOEBPEMEHHOH JIMAarHOCTUKU PsAJa MPHUUUH OCTPOH JbIXaTellb-
HOI HEJIOCTaTOYHOCTH.
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Beedenue. Dmureiin—bapp accolMupoBaHHBIH JTUMQOIPO-
madeparuBublii cuaapom (DBB-JITIC) sBiseTcs penkum, HO
MOTEHIMANBHO (haTaJbHBIM OCIOXKHEHHEM I10Cje TpaHCIUIaHTa-
UM aJUIOTEHHBIX T€MOIO3THYECKHX CTBOJOBBIX KIIETOK (QJlIo-
TI'CK). Ogaum u3 Haubosee pereBaHTHBIX (PAKTOPOB pHUCKA
passutus OBB-JIIIC sBnsercs peaxtuBanus ObB-ungexuuu.
[ToBeimenne OBbB-BupycHO! Harpy3ku sBISIETCSl TIOKa3aHH-
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€M Ul Ha3HAueHUsl NPEeBEeHTUBHOH Tepanuu DBB-undexnun B
rpyrmnmax BICOKOTO pucka. L{enb paboTsl — olieHKa (akTopoB pu-
CKa peakTUBanuK W BIUsHUS DbB-MH(pEKINN Ha TeueHHne u nc-
xop amno-TI'CK.

Mamepuanst u memoowt. B viccienoBaHue BKIIOYEHBI J€TH
u noapoctku (160 manneHToB B Bo3pacrte 70 21 roza) ¢ ocTpbIM
muMbobracTHeIM Jieiiko3oM (OJIJI) u ocTpbiM MHENOOIaCTHBIM



