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6onbubIX ObUT XJIJI B cTaguu A ¢ nporpeccueid, y 29 (74%) — cra-
i Buy 6 (16%) — cramuu C. BonbHble momy4any Tepanuro 1o
nporpammam FCR, FCR-Lite u LR. OtBer B paMkax JaHHO# pa-
60tb! oneHuBanu no kpurepusim IWCLL. Jlns anamusa Myrauu-
OHHOTO cTaryca reHa 7P53 ucnonb3oBanu Metox FASAY (R. Iggo
et al., 1993). TpuHIpn MeTosa 3akirodacTes B skcrpeccun MPHK
omyxoisieBoro TP53 B cnenpansHoM Tamme S. cerevisiae, AMEO-
IeM T'eH OMOCHHTEe3a aJieHHHa 1ofl KoHTposieM TPS53-3aBrcumoro
npomotopa. s aHanmmu3a OepyT OITyXOJeBbIe KJIETKH, BBIICIISIOT
MPHK, cuntesupyror x/IHK, ammauduuupyror Koaupyrouryto
nocienoBarenbHocTh TPS3 1 Tpancdenupyrot B mramm yIG398.
B pesynbrare roMOJIOTHYHON PEKOMOMHAIIMH KOIUPYIOLIasl TO-
CJIEJOBATE/IHOCTh IOMNAJAET B SKCIPECCUPYIOLIYI0 KOHCTPYK-
o pSS16 u npoucxonut cunHTe3 Oenka pS3. Ecnu B pesynbrare
cHHTe3UpyeTcs (DYHKIHMOHAIBHO-aKTHUBHBIN Oenok pS53, To co-
OTBETCTBYIOLIHME JIPOXCKEBBIC KOJIOHUM OECIBETHBI. DJKCIIPECCHs
MYTaHTHOTO p53 MPUBOAUT K OKPALIHMBAHUIO KOJOHHH B KPACHBIN
uBeT. COOTHOIIEHNE OECIBETHBIX M KPACHBIX KOJIOHHH ITO3BOJISET
oueHuTh Ao MyranTHeiXx MPHK rena 7P53 B oOpasue omyxole-
BBIX KJIETOK. 3a TPaHUILy, TUCKpUMHHUpYIomyto ciaydan B-XJIJI ¢
MYTaLUsSMH OT TAKOBBIX 0€3 MyTallHii, B COOTBETCTBUH C JTAHHBIMH
nuTeparypsbl, Obi10 puHATO 30% KpacHbBIX KOJIOHUH.
Pesynomamot u oocysycoenue. Jlenenust 17p Gonee yem B
10% sinep Obu1a BoLsiBIIEHA Yy 9 G0NbHBIX. Y 2 U3 HUX, YUCIIO SAEp
¢ neneuueit cocrasmino 10 u 13,5% coorBercrBeHHo; y 1 —23%,
y 6 — 6onee 80%. Menuana KpacHbBIX KOJOHMH y OOJBHBIX 0e3

myTtauiit TP53 coctaBuna 9% (pa3dpoc 2—29%); y GONBHBIX C
mytanusmua — 70% (33-96%). C ucnonb3oBaHHEM I'paHULBI B
30% mytanun TP53 naeHtuduiposassl y 12 60npHBIX. B rpyn-
nie OonbHBIX ¢ aenenued 17p (n = 9) myranuu ObLIH BBISBICHBI
y 7 GonbHBIX. Y 5 GOnbHBIX ¢ MyTanmsaMu TP53 nenenun 17p
He Obu10. M3 ApyruxX XpOMOCOMHBIX HAapyIIEHUI B 3TOW IpyIIe
y 2 OombHBIX uMenach genenuto 13q,y 1 — tpucomus 12 uy 1 —
nenenyst 11q (cM. Taduamiy).

V¥ 10 (26%) 6onpHBIX U3 39 OTBET HA JIEUEHUE PACLIEHUBAJICS
Kak HeOJaronpusTHBIN 3a CYET Mporpeccuu Ha (poHe Tepanuu, y
29 — yacTuuHas pemuccHsi. B rpyrne OoibHBIX C HAPYIICHUSIMU
TP53 (n = 14) neuenue 6610 HEIPPekTHBHBIM Y 8 (57%) 00~
HbIX. PedpaxrepHocTh Habm0RaNach y 5 U3 9 OONBHBIX ¢ Jiele-
uueit 17p, y 3 u3 5 6onbHbIX ¢ MyTaiusvu TP53 6e3 jenennu.
B rpymme 0onbHBIX 0e3 MyTalMid U JeJenun Tepanus Obuia He-
s dexruBHa y 2 (8%) u3 25 GONBHBIX.

3axniouenue. Hame vccnenoBanue MOKa3bIBaeT, YTO MyTa-
uuu TP53 BeisIBIsIIOTCS 'y OonbHBIX XJIJI garre, dem Jenerust
17p. MyTamuu accouuupyorest ¢ aenenueil 17p, Ho MOryT Ha-
OIrOmaThCsl B OTCYTCTBHE Jeieru. Hamnume TOIbKO MyTarui
TP53 MOXeT OBbITh CBSI3aHO C Pa3BUTHEM PePPaKTEPHOCTH K Te-
parnuu ¢ ucnonb3oBaHueM ¢uiynapaduna. [1pu nmoaTBep:kacHUN
MOJTYYCHHBIX 3aKOHOMEPHOCTEH Ha 0O0JIbIIei BEIOOPKE OOJILHBIX
ornenka Mytarwii 7P53 meromom FASAY moxer ObITH peko-
MEHJIOBaHA B Ka4€CTBE CKPUHUHIOBOIO METOJA, IO3BOJISIOILETO
MIPEe/ICKa3bIBaTh PePPAKTEPHOCTD K TEPAITHH.
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Beeoenue. Tleppuunas numdoma kumku (ITJIK) — pen-
Kasgs W TeTeporeHHas TpyIIa 3KCTPaHOMAIBHBIX JUMQAaTH-
yeckux omyxonei. Yame Bcero Berpedaercs auddysHas
B-kpynHokierounas iumpoma kuiku (B-KKJIK) u numdoma
Bepxurra kumku (JIBK), 3HaunTeNpHO peke MeTHaKHsIacCou-
uposanHas T-kpynHokinerounas numdpoma kuiku (T-KKIIK).
Bri6op Tepanuu omnpenensieTcss HO30JO0THYECKO (opmoii U
HanmnyueM (pakTopoB HEOIArONPUSATHOTO Mporuosza. [lpu cran-
JapTHoM pexume Tepanuu auddysnoit B-KKJIK no cxeme
CHOP/RCHOP o0rmias 1 6e3peuuauBHasi S-JeTHsS BbDKUBAcC-
MocCTh coctanisieT oT 40 10 60%. PaboThl 10 HHTEHCU(UKAITUT
nonuxumuorepanuu (IIXT) y 3ol rpyniisl 00IbHBIX HE MHOTO-
YHUCIICHHBI U npoTtuBopeunBbl. DddextuBHocts [IXT y B3pocC-
neix OompHEIX JIBK m memmakmstacconmmpoBanuo# T-KKJIK
OLIEHUTH CJIOXKHO U3-3a MAJIOT0 YKCIIa HAOIIOAEHNH ONMCaHHbIX
B juteparype. Llenbio uccienoBanus siBuiack oreHka 3ddek-
TUBHOCTH W TOKCHYHOCTH MOTU(DHIUPOBAHHON IPOrpaMMBI
mNHL-BFM-90 y B3pocabix 6onpHbIX ITJIK.

Mamepuanst u memoodsl. C aprycra 2004 1. mo ¢eppaib
2012 r. Ha neuenwue 1o nporpamme mMNHL-BFM-90 Ob110 nipussi-
10 28 601bHBIX ITJIK B Bo3pacte ot 15 10 59 net (cpeanuii Bo3pact
34 rona). Y 18 (64%) GonpubIx BesBIeHa nuddysnas B-KKIIK, y
9 (32%) —JIBK, y 1 (4%) — nemmaxusiaccoruupoBannas T-KKJIK.
VYV 15 (54%) G0sbHBIX BBISIBIICHO BOBJICYCHUE TOJICTOM KUIIKH, Y 7
(25%) — nneonexansHOTO yria, y 6 (21%) — Tonko# kumku. dax-
TOpBI HeOnaronpusaTHOro nporuo3a (1 ¢akrop u Gosee) BhIsBIIC-
HbI Y Bcex OonbHbIX. ComtacHo knaccudukanuu Lugano, cragus

IE ycranosnena y 3 (11%) 6onbHbIX, ctagus IIE —y 20 (71%),
cragus [IIE —y 3 (11%), crangus IVE (couetanHoe mopaxeHue
KUIIKM MU MUHJAQIAHBL — 1, KAIIKKA U 000j0ueK Mo3ra — 1) —y
2 (7%) GonbubIX. [ToBeIeHne koHueHTpamu JIJAI" ormMedeHo y
11 (39%), B-cumnromsl — y 13(46%) 6onpHBIX. Pazmep omyxomnn
npesbiman 10 cm y 16 (57%) GonbHbIX. Pesexuus mopaxeHHOM
KUIIKH 70 MOCTYIUICHHS B KIMHHUKY IpoeneHa 22 (79%) 6onb-
HbIM. BeeM 0osbHBIM ITpoBesieHo oT 4 10 6 KypcoB [IXT mo mpo-
rpamme mNHL-BFM-90. BonbHomy 1enrakusacCcoMupoOBaHHOM
T-KKIJIK nocne 6 xypcoB mNHL-BFM-90 Beimonuena BbICOKO-
no3Hast xumuotepamnus o cxeme BEAM ¢ TpancimanTanuei ay-
TOJIOTMYHBIX CTBOJIOBBIX KJIIETOK KPOBH.

Pesynomamot u oocyycoenue. V13 18 60onpHBIX 1udPy3HON
B-KKIJIK y 15(83%) O0NBbHBIX TOCTHUTHYTA MOJHAS PEMHCCHS, Y
2 OONBHBIX OIYXOJb IPOrPECCUPOBAIA CPa3y IOCIE OKOHYAHMS
JIEYEHHS, YTO TOCIYXKIIO NPUIUHON CMepTH OONbHBIX; 1 GOJb-
HOU yMep OT CEeNTUIEeCKUX OCIokHeHui nociue 2-ro kypca [IXT.
ITpu cpennem cpoke HabmoaeHus 38 mec (2—-108 mec) obuas u
Oe3penuIuBHAs BBDKUBaEMOCTh coctaBuia 83% u 100%. 13 9
6ompHbIxX JIBK momnas pemuccns gocturayrta y 9 (100%) 60mb-
HbIX. O0mas u Oe3peruauBHast BBKUBaeMOCTb cocTauna 100%
pu cpeiHeM cpoke HaOoneHust 65 mec (9—108 mec). Y GonbHO-
ro nenuakusiaccormuposannoil T-KKJIK coxpansiercst pemuccus
3a0oneBaHus B TeueHue 4 Mec.

3axnwuenue. [1XT mo nmporpamme mNHL-BFM-90 moxka-
3ajia YHUBEPCAIbHO BBICOKYIO 3(Q(EKTHBHOCT B IeTepOreHHON
rpynne 6onbHbIx TTJIK.

lMokasaTenun coCTOAHNA SHAOTENNA N reMocTasa Nocjie MHOroOKpaTHOro 1 O AHOKPaTHOro BBeieHNA
L-acnaparnHasbl
0.10. Ckonbckasn, C.I. Bnagnmnposa, J1.H. Tapacosa, B.B. YepenaHoBa
OrbYH Knposckuin HAW rematonorum n nepenusanusa kposu ®MBA Poccrn

Beeoenue. ]_[eJ'II)IO pa6OTI)I SAIBUJIOCH CPAaBHCHHC I10Ka3aTeC-
JICH COCTOSIHUSI DHJIOTEIUS M IUIa3MEHHOTO I'eéMocTasa y 00J1b-

HBIX OCTpbIM JMpoOmacTHbIM seiikozoM (OJIJI) mpu tepanuu
L-acnaparunasoii.
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