lpunoxeHue

OLICHUBAJIY 110 OTHOLICHUIO KOJIMYECTBA KYypCOB HMHIYKIUH KO
BPEMEHHU €€ MIPOBEACHUS (B MECALAX).

Pesynomamut u oocyyncoenue. OCnoXHEHHOE TEUCHHUE, CBSI-
3aHHOE C Pa3BUTHEM aC(UKCUM, KUIIEYHOH HENPOXOIMMOCTH,
IUIEBPUTOM ObIIO auarHocTupoBaHo y 30% OonbHbIX. Y 15
OONBHBIX C MEPBUYHO BBISBICHHBIM 3a00JIeBaHHEM, Y KOTOPBIX
nporpamma R-CHOP 6buta 1-ii nunueit tepanun, 00beKTUBHBII
oTBeT Ha JieueHue 3apukcuposad B 100% HabmroneHuit. [Tpuyem
MIOJIHBIM OTBET ycTaHoBieH y 53,3%. JlnuTensHOCTh OTBETA B Te-
YeHHUe 6-MeCsUHOro nepuozaa cocraBuia 73,3%. OTH pe3ylbraTsl
ObUTM JOCTUIHYTHI IPHU MJIOTHOCTH MHIYKIHOHHOTO NEpUoAa —
1,08. Y 15 OonbHBIX C penuanBOM 3a0o0jieBaHUS WM pedpak-
TepHBIX K poBoaumomy Jiedenuro (CHOP, CHOP/BLEO, FC) y

kotopbix R-CHOP 6but 2 i Oosee TMHUSAMH Tepanuu 0O0bek-
TUBHBIN 0TBeT 3adukcupoBat y 93,3%. IIn0THOCTS MHAYKINOH-
HOTO JIeueHus: cocrtaBuia 1,07, a mmoTHOCTH npeuiedenrneM 1,1.
JnTensHOCTh OOBEKTHBHOIO OTBETA B TeueHHE 6 Mec ObLia y
66,6% 00bHBIX. AHATU3 O0IIEH BHDKMBAEMOCTH TOKa3all, YTO
3-JeTHsIsl BBDKMBAEMOCTh Y OONBHBIX, moiyyaBmux R-CHOP-21
B KadecTBe |- IMHUYU XuMHUOTEpanuu cocraBuina 93,4%, 2-ii nu-
HuM — 87% (npu Menuane HaOmoaeHUs 22 Mec), MPUYEM MeIna-
Ha BBDKMBAEMOCTH HE JJOCTUTHYTA.

3akntouenue. IIpoBeneHHOE HCCIIEOBAHUE I10KA3a0, YTO
R-CHOP nporpamma 0061aaeT XOpOLIMM IPOTHBOOIYXOJIEBEIM
pEeCypcoM, BBICOKOH HEMOCPEICTBCHHOW U OTHalieHHOH 3 dek-
THUBHOCTBIO.

PesynbraTbl HLA-ngeHTUYHOM TpaHCMIaHTaLnM a//IoOreHHOro KOCTHOro Mo3ra C npefBapuTeNbHbIM
MuenoabnaTMBHbIM KOHANLIMIOHUPOBaHMEM Yy 60/IbHbIX OCTPbIMU NIeiKO3amMu

J1.C. lo6rmoBa, B.I. CaBueHko, E.H. MapoBryHmKoBa
OIBY lemaTtonornyeckmin HayuHblii LleHTp MrH3gpascoupassuTma Poccun, Mockea

Beeoenue. TlpoananusupoBaHa 10-JIeTHAS BBDKHBAEMOCTH
00JIBHBIX OCTpBIMU Jieiiko3amu (OJI) mocine TpaHCIUIaHTALMY aJl-
JoreHHOro KocTHOro Mo3ra (TKM) oT reHeTHYecKkr HASHTUIHBIX
POICTBEHHBIX JIOHOPOB.

Mamepuanst u memoos. B uccrnenoBanue BKIIOUEHO 72
0OJIBHOTO OCTPBIMU JIEHKO3aMH — 45 JHI] MY>KCKOTO U 27 KEHCKO-
TO 1oJja B Bo3pacte oT 15 1o 46 ner (MenuaHa Bo3pacra — 25 Jer).
IIpeobnananu GONbHBIE OCTPHIMU MHEIOOIACTHBIME JICHKO3aMHU
(OMJI) — y 44 GonbHBIX, y OONBIIMHCTBA U3 HUX (1 = 33) nna-
THOCTHpOBaHbl Haubosee HeOmaronpustHble Bapuantel OJI mo
FAB-knaccupukanun — M4-M5-M6 (n = 22), HenuddepeHiu-
pyemsie (n = 3), budenornnmyecknit (n = 1), "Bropuunsie” OJI,
Pa3BHUBLINECS HOCIIE IPYTUX OIyXOJIEBBIX 3a00seBanuil (n = 3), a
TaKKe MaleHTsl ¢ M3-BapuaHToM, y KOTOPBIX K MOMeHTYy TKM
He ObIIO MONICKYJSIPHON PEMUCCUH HJIM OHU HAXOAMINCH BO 2-i
pemuccun (n = 4). BoabHBIE OCTPBIMU JTUM(OUIHBIMU JIEHKO3a-
mu (OJUJT) cocTaBuii MEHBIIMHCTBO — 28 YeoBeK, MpuyeM y 7
OONTBHBIX TUArHOCTUPOBAHBI T-KJIETOUYHBIE BapHaAHTHI (n = 5) u
OJUIJI Ph* (n = 2); 9 GONBHBIX HAXOAWIUCH BO 2—3-i pPEMHUCCHH.
Bo Bcex ciyyasx NMPUMEHEH MHEIOA0NaTHBHBIM PEXHUM KOH-
JULIUOHPOBAHMUS, BKIIOYABIINI Oycylb(haH B CyMMapHOW J103e
16 mr/kr u nukiaodocdan — 120 Mr/kr.

Pesynomamut u ooécyyicoenue. MakcumanbHbIE CPOKH Ha-
oironenus 3a 6onmpHeIME OMII — 152 Mec, MUHUMAJIBHEIE — 3 MeC
(n=1). 13 44 GonpbHbIX K sHBapto 2012 1. B )xuBbIX ocTatorcs 30
(68%) GonpHBIX, MeTMaHa HAOIIOASHNUS 3a KUBYIIUMHU — 59 Mec.
VY Bcex OonpHBIX OMJI HaOMIOmANOCh MOTHOE MPYIKUBICHUE
TpaHciuianrara, 10-netnss obmias BepkuBaemocts (OB) cocra-
BuIIa 64,2%, BEpOSTHOCTH COXpaHeHUsI TonHo# pemuccuu (I1P) —
72%. Perunusel pa3suiuchk y 13 (29%) u3 44 GonbHBIX, 4 naru-
eHToB pocTurn 2-i [P nocie Tpancdy3nu mumM@pouuToB 10HOpA
(THJT), cpoku HaOmoneHust 3a Humu nociie TKM cocrapisiror 38—
117 mec. Eme y 1 6onproii TJI criocoOCTBOBaIN [0CTHKCHHIO
1P, ogHako, GosibHAs ymMepiia OT 3KCTEHCUBHOW XpOHUYECKOM pe-
akiuu "TpaHcruianTar npotus xo3suHa" (PTIIX) ¢ mopaxkenuem

nerkux. PaHHsa neranpHOCTH He mpeBbicuia 4,5% — PTIIX IV
crenienu Tsokectu (n = 1), BOB neuenu (n = 1), — o0ycioBen-
Hast TKM neransaocts (OTJI) — y 4 (9%) u3 44 GonpHbIX. Mak-
CUMaJIbHBIe CpOKH HaOmoneHus 3a 6ompHbIME OJIJT — 123 Mmec,
MuHHManbHbIe 3-5 Mec (n = 2). XKussl 20 (71,4%) GonbHBIX,
Me/MaHa HaOJroIeH sl 3a )KUBbIMU — 47 mec. PeruauBel pa3su-
mck y 7 (25%) u3 28 6onpubIX, TIJI npumensim y 2 OOJIbHBIX,
6e3 nomxkHoro 3ddekra. O6mas 10-1eTHAS BBIKUBAEMOCTh CO-
craBuna 67,2%, BeposiTHOCTh coxpanenus [1P — 69,2%. Pannss
neransHOCTh U OTJI cocraBumu pu OJIJI — 2 (7%) u3 44 Goub-
HBIX, TIPUYUHAMHU TTOCITY>KWJIM HENPU)KUBJICHUE TPaHCIUIAaHTaTa
u BOB nevenun. Takum 00pa3oM, CyIIECTBEHHBIX pa3jinyuii B
BbpKuBaeMocTu 0oabHbIX OMIJI u OJIJI He BrIsABIEHO. [IpH oeH-
ke pesynsraroB TKM y Bcex 72 GOJIBHBIX HOJYYEHBI CIEAYIO-
mue nansele: OB cocraBuna 65,2%, BEpoATHOCTh COXpAaHEHHs
ITP — 73%. Xuebl k Hactosimemy BpemeHu 50 (69%) OONBHBIX,
Me/MaHa HaOJIoIeHHs 3a JKUBYIIUME — 67,5 Mec, ofliee 4ucio
peaunusoB OJI — 20 (28%), paHHsst aeTaIbHOCTE — 5% ( ocTpast
PTIIX —y 1, BOb neuenu — y 2, HeNnprKHUBICHUE TPAaHCIIJIaHTa-
ta—y 1), OTJI - 8% (yxa3zaHHBIE BbIIIE IPUYUHBI + XPOHUUECKAS]
PTIIX —y 2 GONbHBIX).

3axntouenue. Pe3ynpTaTsl OIM3KOPOICTBEHHON TeHETHYECKH
naentTnyHod TKM cBUIETENBCTBYIOT O BOBMOYKHOCTH JJINTEINb-
Ho# spamukanun OJI 6onee yeM y 65% OONBHBIX OONBIIMHCTBO
13 KOTOPBIX UMEJIH HeOIaronpuaTHbIN Mporuo3 no Bapuanty OJI
W/WIIN KIIMHUYECKUM JaHHBIM (TUIEPIICHKOIUTO3 B 1e010Te, He-
aJIeKBaTHas Mpe/yieueHHOCTh Ha dTarne [1XT), 4Tto He no3BosseT
B OTUX CIIy4asX PACCYUTHIBATH Ha JIOJITOCPOUYHYIO OE3pelINB-
HYI0 BBDKHMBA€MOCTb C MOMOIIbI0 Toibko I[IXT. O HeBbICOKOM
pucke Beimonnenust TKM cBUAETENbCTBYIOT OKa3aTeNy paHHEH
neranbHOCTH (5%) 1 OTJI (8%). OnHako, yacToTa MOCTTpaH-
CIUIAaHTALIMOHHBIX PELUANBOB JICHKO3a OCTAETCsl BBICOKOH, 4TO
CBHUJIETENILCTBYET O HEOOXOIUMOCTH OoJiee THIATeILHOro 0TOopa
OoNBHBIX, OoJiee paHHero BbImonHeHHs TKM, coBepIieHCTBOBa-
HUS IPOrpaMM IPOTHUBOOITYXOJIEBOH Teparuu.

MaToreHe3s aHemuu npu numdonponudpepaTrBHbIX 3a6oneBaHNAX
A.C. NamkunHa, T.N. Mocnenosa, U.b. BopoTHukos, O.b. CepernHa
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Beeoenue. lieHTpansHOe MECTO B PETYJSILIUE 3PHTPOIIOI3A
3anumaet sputponostul (OI10). Tepmun "cuHapOM HeaeKBar-
Hoit mpoaykunu D110 Ha aHemMHI0" OCHOBBIBAETCSI HA CPAaBHEHUU
Mexay BenmarHoi ¢-OI10 y JaHHOTo marnueHTa U ATaTOHHBIMH
BennuuHamu c-OI10 ans Toi ke creneHn anemuu. OHON U3
NPUYUH Pa3BUTHS aHEMHUH y OOJBHBIX IeMOOIACTO3aMU MOXKET
SIBISITBCS HeaJeKBaTHasl MPOXYKIUs dpuTporodTiHa. D10 neil-
CTBYEeT Ha 3PUTPOKAPUOLIUTHI KOCTHOTO MO3ra uepe3 IOBEepX-
HocTHBIH DI1O-penentop. UyBCTBUTEIBHOCTD 3pUTPOOIACTOB K
OI1O sBiseTCS MPEXOUsIIei: OHa MOCTEIEHHO YMEHBIIAeTCs C
YBEJIMYEHHEM CO3PEBAHMUS, M KIIETKH 3a CTaIuell H)pUTpoOIacTOB
6oubiie He 3aBucsT 0T DI1O 1 0OHAPYKUBAIOT MEHBIIIEE YUCIIO

OI1O-P Ha wierky. deduiur DITO-P Ha mOBEpXHOCTH 3PUTPO-
MOATUHYYBCTBUTENbHBIX KJIETOK (DUK) MOXKET cTarth MPUIHHON
Pa3BUTHS aHEMUH JJakKe TPU HOpManbHOM ypoBHe c-2O110.

Mamepuanst u memoost. Viccnenosan yposens c-OI10 y
129 (44,2% wmyxuuH u 55,8% xeHuuH, cpenHuid Bo3pact 50,8
+ 1,56 rona) 00mbHBIX TUMQONPOTH(EpPATUBHBIME 3200JICBaAHUSI-
mu (JITI3): T- u B-KJICTOUHBIMH HEXO/PKKUHCKUMH JTHM(OMamHu,
muMpomoil X0oKKUHA, MHOXKECTBEHHOH Muenomoil. Bee Gosb-
HBIC TOy4aIn KypChl HOIUXUMHUOTEPAITUH 110 OBOAY OCHOBHO-
ro 3aboneBanus. VccnenoBana skcnpeccust penentopos k 110
Ha noBepxHocty DUYK koctHOro mosra y 6ombubix JIII3 ¢ ane-
mueit (n = 23).
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