Mpunoxerue 1

MarepuaJbl 1 MeTOABI. [TallMeHT MyXKCKOro mona, 36 Jer,
cTpanaeT aruactuaeckoil anemuert ¢ 2006 r. [IHI" amarnoctu-
poBana B 2008 r. (yeueHue: mperaparbl jkenesa, (QoIMeBOH
KHCJIOTBI, TpaHchy3un sputpounTHoit mMaccel). Kion TTHI mo
rpas. —90,7%. JIAT" no 6000 E/l/n. Dnmuzox OITH Ha doHe remo-
autuyeckoro kpusa 11.02.11.

Pesyabrarbl. JleueHue skynusymabom Hadato 18.06.12.
Vke yepe3 2 HeA OTMEUaNOCh 3HAYUTEIbHOE YMEHBIICHUE
remonuza — JIII' 500 EJl/n, yBenuuenue remornoouna ¢ 60

1o 80 r/n, yMeHbIIeHUE cI1ab0CTH. D301 3aIePKKH 0depe/-
HOM MH(QY3UU CONMPOBOXKIAJICSA BO3BparoMm remoinuza — JIAI
2821 EJl/n.

3akaodenne. JleueHue dKyIn3yMadoM IPUBENIO K OBICTPOMY
CHIDKeHHIO remonu3a y nanuenra ¢ [THI. DddexTuBHOCTD MOJ-
TBEpIK/ICHA KJIMHUKO-JIA0OPATOPHBIMHU TOKa3aTeIsIMU U 3HAYU-
TENIbHBIM YIyYIICHHEM Ka4ecTBa JKXH3HU U TPYIOCHOCOOHOCTH.
Jlis ycriexa JIeYeHHs BaXKHO COOJFOICHUE PEKOMEHIOBAaHHOMN
CXEMBI IPUMEHEHHSI.

PaHHAA NHTeHCcMPUKaLA NedyeHna y 60nabHbIX audysHoi B-KpynHoKneTouHoi numd¢pomoii n3 rpynnbi
He6naronpuATHOro NPorHosa

Masnosa O.A., BepHiok M.A., TiopuHa H.I., XKykos H.B.

OIBY MocKoBCKUiA Hay4HO-MCCNefoBaTeIbCKUI OHKONOrMYeCcKni MHCTUTYT M. I.A. Tepuerna MuH3gpasa Poccnmn, Mocksa

BBenenue. PanuAs MHTCHCH(UKAIA JIEUCHHS y OOIBHBIX
muddysHoit B-kpynHoknerounoit mumdomoit (B-KKIT) us rpyn-
B HEOIATOIPHATHOTO MPOTHO3A SBIIIETCS MPEIMETOM 00CYX-
JICHWs HAa MPOTSHKCHUH MHOTHUX JIeT. Pe3ynbTaTsl mcciaemoBaHMi
BECbMa IPOTHBOPEUHBBI, M CTAHIAPTHBIN IOAXOA K JICYCHHIO
JIAHHOW KaTeropuH OONBHEIX OTCYTCTBYET.

Leab padorbl. OuieHUTH 3)(HEKTHBHOCTH BBICOKOI03HOM XH-
muotepanuu (BXT) y 6onbubix auddysnoit B-KKJI u3 rpynmns
HeOIaronpUsATHOrO NPOrHo3a B I pemuccuu.

Marepuannt u Mmetonbl. C mapra 2006 . BXT ¢ tpancmian-
TalKel ayTONIOTNYHBIX CTBOJIOBBIX KJICTOK KPOBU ObLIA BBINOJIHE-
Ha 18 6ombubIM Tuddy3HO# B-KKJL. CormacHo MexTyHapOIHOMY
TIPOTHOCTHYECKOMY HHJIEKCY BCE OHM OBLIH OTHECEHBI K TpyTIie
HeOIaronpusATHOTO MporHo3a (3 Gaymuia u Gosee), TONOITHUTEIEHBIM
(hakTOpOM pUCKa CUUTAII MACCUBHOE OITyXOJIE€BOE IOPAKEHHUE.

Pesyabrarbl. [locne crammapraoit XT momnas pemwuccus
KoHcTatuposana y 5 (28%) OonbHbIX. Tepanuto 2-if TMHUM 10-
MOJHUTENBHO npoBoauin 12 (67%) GOMbHBIM, Y KOTOPBIX ObLI
JOCTHTHYT YaCTHYHBIA OTBET, U | OONBHOHM C MEepBHYHO-PE3U-
CTCHTHBIM TeueHueM 3abosieBanus. [lepen BoinonnenrneM BXT 9
(50%) GonbHBIX HAXOAMIKMCH B MOJHOH pemuccuu u 9 (50%) —
B gactruHo#. [locne BXT momnas pemuccus mocturayta y 15
(83%) OombHBIX, cpokn HaOmoneHus 9-94 (meamana 63) mec.
YV 1 OGonbHON COXpaHAETCS YaCTH4YHAs PEMHUCCHS B TEUCHHUE
9 mec. Y 1 GonbHOTO pa3BWICS paHHUN peruauB, 1 OonbHas
ymepia uepes 18 Mec OT IPUUMH, HE CBA3aHHBIX C OIyXOJbIO.

3akiawovenne. PaHHss MHTCHCU(DUKAIINS JeUCHHS Y OOTbHBIX
muddysnorn B-KKJI u3 rpymnmsl HeOIaronpusTHOrO MPOrHO3a
siBysieTcst 9 (EKTUBHOM U TIO3BOJISIET JOCTUTHYTh BRICOKOH JIOJH
JUTUTETBHBIX PEMHUCCHH.

OI.IeHKa Ka4yecTBa XXN3HN Yy NOAPOCTKOB CO 3JI0Ka4YeCcTBeHHbIMN nle<|>omaM|n
MNak E.E., JIbicenko W.b., AmuTpresa B.B.
®IrBY PocToBCKUiA HayYHO-MCCNe[0BaTENbCKMNI OHKONOTNYECKNI HCTUTYT, PocToB-Ha-[loHy

BBenenue. B HacTos1ee BpeMs yBEITUYHIOCH YHCIIO OOJTb-
HBIX JTUM(POMaMH B COCTOSSHUM PEMHCCHH, IOITOMY 0coboe
BHHUMAaHHE YIEsIeTCS HCCIEeIOBAHHUIO KAa4ecTBa JKU3HH JTUX
OOJIBHBIX.

Heas padorbl. OLEHUTH Ka4eCTBO MKHM3HHU TOIPOCTKOB,
OOJBHBIX 37I0KAaYeCTBEHHBIMH JIMM(OMaMU B IEPHOJ] PEMUCCHH.

Marepunansl u Metoabl. VcmonszoBamu ankery FACT-
General. Onpomenst 20 60bHBIX (13 M1 KEHCKOTO M 7 MY>KCKO-
r0 ToJa) B Bo3pacte ot 14 mo 22 net (cpemnuii Bo3pact 18 neT) B
pemuccun ot 3 mec 110 4,5 Jer.

Pesyabrarel. ¥V gereil, Haxopsmuxcs B pemuccuu Ooree
roga, (PU3MYECKOE COCTOSIHUE HA BBHICOKOM YpPOBHE OTMEYEHO Yy
3 OONBHBIX, HA cpeaHeM — y 17, U3 HUX 4 HaXOAATCS B PEMUCCHH
ot 3 o 5 net, 6 OonbHBIX — 0T 1 70 2 JIeT, OCTalbHbIE 7 Yeso-

BeK TpoiieueHsl MeHee 1 roga Hazaa. ConuanbHOEe U ceMeiHoe
Oyaronosy4ue Ha BBICOKOM YPOBHE OICHWJIM 3 OOJIBHBIX, MPO-
JIeYeHHBIX OoJiee 4 IeT Ha3aJ; Ha CpeHeM ypoBHe — 16 mereit, u3
Hux 10 yenoBek HaxoaATCs B peMuccuu oonplie roga. Ha Hu3kom
ypoBHe orieHmina 1 6ombHas (17 siet), 4to cBA3aHO ¢ HeOIarono-
Jy4reM B CeMbe. DMOIMOHAIBHOE COCTOSHUE HA CPEITHEM YPOB-
He OLEHMIM 15 YyenoBek, HaXOIAIUXCS B PEMUCCUH OT 6 Mec 110
3 net. YV 5 metell, nposneueHHbIX Ooiblle 3 JIET Ha3ajd, SMOLMO-
HAJIBHOE COCTOSIHUE HE HApYILICHO.

3axiouenue. Takum obpazom, 1t 80% MOIPOCTKOB, HAXO-
JUIIUXCS. B PEMUCCUM OT 6 Mec 10 3 JIeT, XapaKTepeH CpeaHuil
YpOBEHb (PU3UYECKOTO W IMOLMOHAIBHOTO cocTostHus. Cpenu
JIeTel, pOoJICYeHHBIX Oosiee 4 neT Hazal, 18,3% oleHuBaoT Ka-
YeCTBO YKM3HH Ha BHICOKOM YpOBHE, 1,7% — Ha HU3KOM YpOBHE.

Pe3synbTaTbl npyMeHeHNA TPaHCMIAHTaLMM ayTONIOMMYHbIX CTBOJIOBbIX K/IETOK B Tepanunu 60nbHbIX
MHOXecTBeHHoll muenomori B UpkyTckoii o6nactu

Metpoga J1.M., Kanopckas T.C., Kucenes 1.B., PomaHoBa E.B., Pe6purkoB A.H., CycknHa M.A., JlyxkHoBa H.H., CenuHa M.U.
I'BY3 UpkyTckasa opaeHa "3Hak MoveTa" obnacTHas KnnHMyeckas 6onbHULA

BBenenne. MuoxectBennas muenoma (MM) otHOCHTCS
K OTHOM M3 Hamboliee YacTO BCTPEYAIOIIMXCS TI'€MOIOATHYE-
ckux omyxouneit (10 13% ot Bcex remo01acTO30B, B MOMYJISILIH
3—4 ciyqas ma 100 000 macenenus B ron). 3a nmocienaue 20 et
Ha (OHE BHEIPEHHS] HOBBIX JICKAPCTBEHHBIX MPEMapaToB H CXeM
xumuoreparuu (XT) pe3ynbrarsl jedeHus: 0onbHbIX MM 3Ha-
YUTEJIbHO YIYyYLIMJIMCh, OJHAKO 3a00JeBaHUE OCTAETCS HEu3-
neunmbIM. Hanbonee anurenbHOe BEDKMBAaHHE OOJBHBIX, YITyd-
[ICHUE KAaueCTBA MX JKU3HH HAa HACTOALIMHA MOMEHT JJOCTUTHYTO
Ha (oHE NPUMEHEHHs BBICOKOAO3HBIX pexxuMoB XT ¢ mocie-

JIyIOIled TPaHCIUIAHTALMEH ayTOJOTMYHBIX CTBOJIOBBIX KJIIETOK
(ayto-TT'CK). B Hacrosiielr paboTe MmpeacTaBiIeHbl Pe3y/IbTaThl
npumeHenust ayto-TTCK B Tepamuu 6ombHbIX MM B remaro-
JIOTHYECKOM OT/elicHH VIPKYyTCKOM 0ONMacTHON KIMHHUYECKON
OOJIBHHUIIBI.

Marepuasnsi 1 MeToasl. 3a nepuoa 20062013 rr. ayto-TI'CK
BhbIoitHeHa 13 60mpHBIM MM (8 KeHIIMH U 5 MyK4IH) B BO3pac-
Te ot 46 10 61 Toza (MennaHa Bo3pacTa 52 roja) B TpEX IEHTpax
Poccuu: 7 GonbHBIM — B I'eMaTolornueckoM HaydyHOM ILIEHTpE
Munsznapasa Poccun (MockBa), 4 — B KJIMHUKE HMMYHOIIATOJIOTUH
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OI'BY HUMKU CO PAMH (HoBocuotupck), 2 — B @I'BY GLICKD
um. B.A. AnmazoBa (Cankr-IlerepOypr). S O0JIBHBIM IIpOBEACHA
"rangeM-TpaHciianTauus”. Jluarno3 MM ycraHaBiaMBaim Ha OC-
HOBaHMH MEXIYHApOIHBIX KpUTEpHEB. Y BceX OONBHBIX Ha MO-
MEHT IIOCTaHOBKH AWarno3a Habmropanacs I craagns 3aboneBanus.
VY 11 GonbHbIX B nebroTe 3a001eBaHus (PyHKLUS MOYEK ObLIa HE
HapylieHa, y 2 — ormedeHo ymepeHHoe cHmkenne CK®. Ocreope-
CTPYKTHBHBIN Tiporiece (auddy3Ho-oyaroas GopMa) OTMEUYCH y
11 GonbHBIX, Y 2 — OpayKeHUs KOCTel ckeera He ObLIo (auddys-
Has (opma). Y 6 GONBHBIX BBISIBICHA MOHOKJIOHATIBHAS CEKPELIHS
IgG (x Tvma), y 5 — IgA (y 3 — A, y 2 — k-Tumna), y 2 — 6enok benc-
JlxoHca. B kauecTBe MHIYKIIMOHHOM Tepariy O0JIbHbIC TOTydalll
cnenyromue pexxumbl: VAD Ne3 (3 6ombHbIX), VAD Ne3 + PAD
Ne2 (1 6ombHOIT), VAD Ne3 + VD Ne3—4 (4 6ombabIX), VD Ne6-7
+ VCD Ne2 (2 6ombabIx), VD Ne6-8 (3 OombHbIX). YacTuuHas
peMHECcCHsl IOCTUTHYTa y 3 OOJBHBIX, OYSHb XOPOIIasl YaCTHYHAS
pemuccusi — y 1, monHas pemuccust — y 9. OheKTUBHOCTD Jiede-
Hus onpezenanacs no kpurepusMm EBMT. B kadectBe pexuma
KOHJTUIIHOHUPOBAHKS Y BCeX OONBHBIX MPHUMEHSUTH BBICOKHE JIO3bI
Mmendamana: y 2 — 100 mr/v?, y 1 — 140 mr/m?, y 10 — 200 mr/m>.
IMonnepxuBaromas Tepamnys Hociae TPAHCIUIAHTALMY ObUla CIIey-

OIIeH: y 6 GOJIBHBIX KCIONb30Bau 6oprezomud (1,3 mr/m? B 1, 8,
15, 22-i1 iau uepes 4 Hex, 4 Kypea), y 3 — peadepon, y 1 — tanuao-
MUz, 3 6onbHBIX JeueHue nocie ayto-1TT'CK He nomyyanm.
Pe3yabrarnl u 06cy:xkaenne. 3a nepros HaoroneHus ot 10 o
89 mec (Menuana 47 mec) mporpeccusi 3a00JIeBaHNsI OTMEUYCHA Y
7 (54%) OonbHBIX, CpefHee BpeMs 10 IPOTPEecCH COCTaBwiIo 18
(6-60) mec, nonHast pemuccus coxpansiercs y 6 (46%); Bpems Ha-
omonennst 10-64 mec, meauana 37 mec. JleTansHOro nexoza, CBs-
3anHoro ¢ ayto-TT'CK, He 6p110. Ha done nporpeccuu 3adonesanus
yMepiu 3 GOoNbHBIX (Bpemst 10 mporpeccun mocie ayto-TT'CK co-
craBwio 11-16 mec). 3 5 GonbHBIX, KOTOPHIM BBITIOJIHSLITA TaHIEM-
Hyto ayTo-TI'CK, y 2 coxpansieTcs IIojHasi peMHccust 3a00/IeBaHus
(Bpemst HaOmroneHus 42 u 76 Mec), y 3 — KOHCTaTHpOBaHa Iporpec-
cust MM (2 ymepiu, 1 GosbHOM B HacTosiiiee Bpemst roiydaet XT).
3akitouenne. Ha cerogHsmHmii 1eHb MHOIOUNCIEHHBIMU HC-
ClIeIOBaHHSIMHI JJOKa3aHa poiib ayTo-1T'CK B yBennueHn# npozon-
JKUTETGHOCTH JKM3HH 1 YIy4IICHUH €€ KadecTBa y OonbHBIX MM.
Cy1mecTBeHHOH NpoOIeMOl SBIISIETCS HEAOCTYIHOCTb JaHHOTO
METO/Ia JIeUeHHs B 00JbIIMHCTBE pernoHoB PO. K npumepy, B Up-
KyTCKOH 00JIacTH B TeUeHHE 7 JIET CTAaHIAPTHBIA METOJ| JICUCHHS
MM c npumenenueM ayto-TT'CK noyuniu Tonbko 13 60IbHBIX.

MporHocTryeckas 3HauUMMocCTb MyTauuii B reHax CKIT u NRAS y 60i1bHbIX OCTPbIM MVENOVAHbIM fieliko3om c t(8;21)

Metpoga E.B., MapTbiHkeBnY U.C., MapTtbiHeHKo J1.C., MonywkuHa J1.6., LibibakoBa H.10., ViBaHoBa M.I., KneunHa E.B., LLlabaHoBa E.C.,
Mpuuaes C.B, Abaynkaabipos K.M.

®rbY Poccuiicknin HUU rematonorum u tpaHcdysmonorum ®MBA, CaHkT-TeTepbypr

BBenenne. Y OONBHBIX OCTPBIM MHUEJIOUTHBIM JIEHKO30M
(OMJ) t(8;21) cumraercst MapKkepoM OJIATONPHUATHOTO MPOTHO32
(ypoBenb nonHbIx pemuccuii — 97%). Onnako y 30-50% Takux
OOJIBHBIX Pa3BUBAETCS PELUIMB. DTO CBA3BIBAIOT C HAUYUEM Y
OonbHBIX MyTanuii (ocodbenno CKIT D816).

Ieab padoThbl. M3yunTs 4acTOTY BCTPEYAEMOCTH U OLIEHUTD
IIPOrHOCTUYECKU noTeHuuan Myrauuid B renax CKIT u NRAS' y
6omnbHBIX OMIJT ¢ t(8;21).

MarepuaJjsl u MeToabl. B ananu3 BkitoueH 21 GonbpHOM
¢ nuarHo3om de novo OMIJI u t(8;21) B Bo3pacte ot 17 10
70 net (menmana 53 roma). Metogom monmMepasHOW LeTm-
HOW peakuuu ObM ucciaenoBanbl reHbl CKI/T (myTauuu 8§,

11-ro sk30H0B 1 D816V) u NRAS (myrauuu 12, 13, 61-ro
KOJIOHOB).

Pesyabrarel. Mytauust D816V Haiinena y 3 (14,3%) OosnbHBIX.
Myrauuu G12D, G13D B rene NRAS o6Hapyxkensl y 2 (9,5%) 60b-
HbIX. AHaM3 o01el 1 Oe3pEIIMBHOIN BBDKUBAEMOCTH Y OOJIBHBIX
¢ D816V u 6e3 MyTauuu 1oxasaj CTaTUCTUYECKH 3HAYUMBIE Pa3in-
yps (p = 0,04). Myrauuu B NRAS reHe ObUIn HE3HAUMMBIMU.

3akaiouenue. Hanmmume pa3nuyHbIX MyTanuid B Tpymnmne
6onbHbIx OMJT ¢ t(8;21) nenaer ee rerepoOreHHON MO MPOTHO3Y
TeyeHusl 3a001eBaHUs U OTBETY Ha IPOBOAUMYIO Tepanuto. O6-
Hapyxenne mytaruu D816V B rene CKIT accormupyercs ¢ He-
6HaFOl'lpl/l$[THbIM MPOrHO30M M BBICOKUM PUCKOM pEUINBA.

YacTtoTa BO3HUKHOBEHUA U cneKkTp myTauuii BCR-ABL reHa y 601bHbIX XpOHUUYECKM MIUENOoNeiniKo30M,
PE3MCTEHTHDbIX K Tepanu MHrM6UTopamn TMPO3NHKNHa3bI

Metposga E.B., MapTbiHkeBny W.C., MonywkuHa J1.6., MapTtbiHeHKo J1.C., iBaHoBa M.I., Libi6akosa H.IO., LLlabaHosa E.C., ®oMuHbIx M.C.,
LyBaes B.A., A6aynkaabipoB K.M.

OrBY Poccuiickmnin HayYHO-VCCneaoBaTeNbCKUIA MHCTUTYT rematonorumn n TpaHcdysmonorun ®MBA, CankT-MeTepbypr

Beenenue. OHO# W3 OCHOBHBIX IMPUYKMH PE3UCTEHTHOCTH 0OJTb-
HBIX XPOHHYECKHM MuenonerkozoM (XMIJI) k Tepary HHTHOUTOpa-
mu Tupo3unkuHasel (UTK) sBssorcs MyTalMy KUHA3HOIO JOMEHA
BCR-ABL. Coxpanenne MyTaHTHBIX K1oHOB mipy Teparii MTK yka-
3bIBACT Ha HeNIoTHOE Wi HeaddekruBHOe BCR-ABL MHruOMpoBaHue.

Heab padoTbl. AHAIU3 CIIEKTPa U 4aCTOThl BCTPEUAEMOCTH
MyTanuii KuHa3zHoro qoMeHa BCR-ABL y pe3uCTeHTHBIX K Tepa-
nuu UTK GonbHBIX.

Marepuaiibl 4 MeToAbl. IIpoaHanu3upoBaHbl PE3yNIbTAThI
MyTanuonHoro aHanuza BCR-ABL TeHa, BBIIOJTHEHHOTO METO-
JIOM IIpsMOro cexBeHupoBaHusi, y 203 OGonpubix XMJIL. Konu-
4eCTBEHHOE ollpesienienye sKkenpeccuu rena BCR-ABL metonoM

TIL[P B pesxnmMe peaabHOTO BpEMEHH BEITIOTHEHO C MPUMEHEHHEM
Habopos UntepJlabCepruc (PD) u mkassi IS.

Pesyabrarbl. Myranuu resa BCR-ABL BeisBieHbl y 74
(36,5%) n3 203 6ompubIx XMJI B cpenHeM uepes 33 mec, y HUX
yamie apyrux onpeaessuuck: T3151 —y 18 (24,3%), G250E —y
6 (8,1%), M351T —y 6 (8,1%) GoibHBIX, HEUYBCTBUTEIHHBIMH K
WUTK2 myrammu 6summ y 38 (51,4%).

3ak/04enue. Boicokas yacToTa BCTPEYaeMOCTH U IIMPOKUI
cnextp mytauuii reHa BCR-ABL yOenurenbHO 10Ka3bIBAIOT He-
00XOIMMOCTh MCCIIEIOBAHUSI MYTAlMOHHOTO CTAaTyca KHHA3HOTO
nomeHa BCR-ABL y Bcex 6onbHbIX XMJI I1pu pe3uCTEHTHOCTH K
tepanuu UTK.

YpoBeHb 3Kcnpeccu aHTUreHa KOJITOHa B KauecTBe NoKasaTtens 3p¢$peKTMBHOCTY Tepanu aHeMNn4eckoro CHgpoma
MewHsk XK.B.!, KpaBuyk 3.1.", ToHuaposa H.B.!, Anewuk C.1.2, Bongapyk O.H.', Pygb M.C.!

'TY PHIL, TpaHcdy3mnonoruv n MeanumnHCKmx 6rotexHonoruii, MrHck; 2¥Y3 MHckasa obnactHas KnmHuyeckas 6onbHuua, Pecny6nuka benapycb

BBenenne. AkBanoput 1, yuacTBYIOIIUI B TPaHCIIOPTE BOBI,
MOJKET TaK¥Ke OCYIIECTBIIATH IEPEHOC KUCIOPOia U YIIICKHUCIIOTO
rasa gepes KIETOUHYI0 MeMOpaHy 3pUTPOIIUTOB.
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Ieans pa6oTsl. VccnenoBanne ypoBHS SKCIIPECCUH aHTUTEHA
Konrona (snurona akBanopuHna 1) Ha MeMOpaHe SpUTPOLUTOB Yy
TAIIEHTOB IIPU aHEMHYECKOM CHHIPOME.





