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AKTyanbHOCTb. HeCcMOTpS Ha Nporpecc B Ie4eHUM JIOKa-
NIN30BaHHbIX ONyxofen cemenctaa capkombl FOuHra (OCCHO),
pesynbraTbl Tepanuu NauueHToB C MopaXKeHWeM aKcuaib-
HOrO cKefneTa, AMCCEeMUMHMPOBAHHOM GOPMOM U OCOBEHHO
C peuManBaMmn oCcTaloTC KpalHe HeyLOoBNETBOPUTENbHBIMU.
Bbicokogo3Has xumuoTepanus (BXT) ¢ ayToTpaHcniaHTaum-
el reMomnoaTUYECKUX CTBONOBLIX KneToK (ATICK) wupoko
MCNOMIb3YEeTCS B 3TOW rpynne nauneHToB 4S9 NPeoaoneHus
He6naronpPUATHbIX GUONOMUYECKUX, KIIMHUYECKUX GaKTopoB
W yBenuyeHusa 6e3peLManBHON BbIXXMBAEMOCTH.

Llenb uccnepoBaHusa. [loBbilleHWE BbIXMBAEMOCTU
feten ¢ capkomow KOuHra.

73 naumenta (M/4 — 42/31) ¢ OCCHO BbICOKOr0O pucKa
nony4unu BXT. Y 63 nauneHTOB AnarHoCTUpoBaHa nepBuy-
Has onyxonb (Nokanu3oBaHHags — 37 (59%), meTacTaTnye-
cKas — 26 (41%) (TonbKo neroyHble metactasbl — 10 (38%),
KOMOWHWPOBaHHblE MeTacTadbl — 16)) u y 10 nauyumen-
TOoB Obl1 AMarHoCTUpoBaH peunams (5 ¢ MeTacTaTU4ecKuMm
1 5 ¢ NoOKann3oBaHHbIM peunanBoB). CpeaHun o6beM nep-
BWYHOM onyxonu coctaBun 739 cm3. s nepBUYHbIX Nauu-
eHToB nporpamma XT cocTosna M3 5 UMKNOB: UMKIbl 1, 3
u 5 BKIoYanu uuknodpochammua 2100 Mr/m2 B aeHb B 1-i,
2- AHW, JOKcopybuumH 37,5 Mr/m2 B Buae 24-4acoBoi
UHOY3UM B 1-, 2-i AHW ¥ BUHKPUCTUH 1,5 Mr/mM2B 1, 8 1 15-1
AHW. LInKnbl 2 v 4 coctoanu us udpochamuaa 2400 mMr/m2/cyt
B 1-5-1 AHW 1 VP-16 100 Mr/m2/cyT B 1-5-i fHU. Mexay
umknamu -KCP perynapHo He BBogunca. JIT Ha nep-
BMYHYIO OMyxofb MNpoBoOAMAachb nocne natoro uukna XT
B cpeaHen gose 52 [p (ananasoH 50-56 [p). MauyneHTb
C MOpaXKeHWEM JIErKUxX nonyyanu obaydeHue Nerkux nocne
BTOporo uukna XT B go3de 10,8-12 [p. [Ana nevyeHnsa peuu-
[VBOB WCMONb30BaiUCb NEepPCoHaIn3MpoBaHHbIE MPOTOKO-
Nbl nevyeHus. KoHauumoHupoBaHue, BKItoYalolee Bu/Mel
(16 mr/kr/140 mr/m2), Bu/Mel/VP (16 mr/kr/140 mr/m2/
1400 wmr/m2), Bu/Mel/TT (16 wmr/kr/140 wmr/m2/
600-900 mr/m2) u Treo-Mel (36 000 mr/m2-140 mr/m2),

nonyunnu 28 (38%), 24 (33%), 20 (27%) n 1 (2%) naumeHT
COOTBETCTBEHHO. [lepndepnyeckme CTBONOBbIE KNETKM BblnK
TpaHcnaaHTMpoBaHbl B 92% cnyyvaeB. B 2% TpaHcnnaHTaums
NPOBOAMACH C NMOMOLLBIO K/IETOK KOCTHOMO MO3ra, U B 6%
cny4yaeB 3TU UCTOYHUKU KOMOUHUPOBANUCh.

MauueHTbl U MeToAbl. CpefHee KONMYECTBO TpaHC-
NNaHTUPOBaHHbIX KNEeTOK cocTaBunio 6,4 (1,9-25,3) x 106
CD34+ kneTok/Kr. Bce nauueHTbl BOCCTAHOBWIW FeMO-
noa3. CpeaHee KONMYECTBO [HEN [0 YPOBHSA NEWKOLMTOB
> 1,0 x 109/n 1 Tpom6oLMTOB > 20 x 109/n cocTaBuno 10
(8-26) n 15 (7—71) cooTBETCTBEHHO. TpaHCcMIaHTaLWOHHAs
netanbHocTb B nepsble 30 aHen n 100 agHen cocTaBnana
6,7 n 14,5% cootBeTcTBEHHO. OCHOBHOM MPUYUHON TMGeNu
nauneHToB aBuNacb MHbeKLKs (67%). CpeHUIM CPOK Habto-
feHus coctaBun 8,2 roga. O6was (OB) n 6eccobbiTuiiHas
(BCB) 5-neTHsAa BbIXXMBaeMOCTb cocTaBuan 49 n 48% cpeam
BCEX MaLMEHTOB, BKOYEHHbIX B aHanua. MatuneTtHas BCB
y NauMeHToB ¢ NepBUYHOM NoKanusoBaHHon OCCHO cocTta-
Buna 55% npotue 36% npu HaAM4YUK MeTacTaloB. MauneHTb
C W30/MPOBaHHbLIMK MeTacTa3amMu B JIeTKMEe WMeNu nyu-
wyto 5-netHioto BCB, YeM nauneHTbl ¢ KOMOUHUMPOBAHHbLIMU
MeTactazamu (40% npotne 15%). Lectb n3 10 naumeHTOB
¢ peumauBupytouer OCCHO npoxkmnun 6onee 5 net (3 u3
HMX 6e3 peuunavnBa 3aboneBaHus). Y ogHOro NauueHTa pas-
Bunca BTopu4Hbin OMJT Yepes 3,5 roga nocne BXT, 1 oH
NOJIy4UNT anforeHHylo raniouAeHTUYHYIO TpaHChnaHTauuio
OT MaTepu.

Pesynbratbl. BXT ¢ nocneayouwen ATICK ocTaetcsa npu-
BfieKatenbHon onuuen ans nauunentoB ¢ OCCHO BbiCOKOro
pUCKa, B NEPBYIO 04epelb C JIOKaNIM30BaHHbIMKU OMNyXOAAMM
N U30/IMPOBAHHLIM METacTaTUHECKUM MOParKEHNEM NErKuX.
OTHOCKTENBLHO BbICOKas netanbHOCTb, BEPOATHO, CBA3aHHas
C paHee nosiy4eHHow MHTeHcuBHOWM JIT, He OKa3ana HeraTus-
HOro BAMSAHUA Ha pe3ynstatel BXT B uenom npu aHanuse
ponrocpoyHon OB u BCB, HO n3mMeHuna CTPyKTypy NpUYMH
CMepTH NaLMeHToB.
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