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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)
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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.
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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.!
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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.





