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MarepuaJnl 15-ro kourpecca EBponerickoit
remaTtoJiorudeckoi accounauuu — EHA
(utonb 2010 ., bapcesiona)

C 10 no 13 nioHsa 2010 r. B r. BapcenoHe (VicnaHus) cocToancs 15-1 KOH-
rpecc EBponerickon rematonormyeckon accouvauumn (EHA). Huxe npu-
BOOMTCS KPaTKOe N3NIOXKEHWE HEKOTOPbIX OOMOXEHHbIX Ha KOHrpecce co-

o6LLEHN.

MOJIEKYJ/IAPHASL OCHOBA OCTPOTO
MUEJIOVNJHOT' O JIEMKO3A

[lodeomosura kand. med. nayk H.C. Mapmunkesuu

Octpolit Muesnonanslii nefikoz (OMJI)
MPEACTAB/SET  TeTEePOreHHyl0 TPy
3a00/1eBaHUI  C Pa3/IMUHLIMU  KJIMHU-
UecKoll KapTHHOH, MopdoJiorHel omy-
XOJIEBBIX  KJIETOK, HMMYHO(EHOTHIIOM,
OTBETOM Ha [POBOJUMYIO  Teparmio
M KJIOHAJbHBIMM  3JI0KAYeCTBEHHO-
TpaHC(OPMHPOBAHHBIMH  TIOJIHTIOTEHT-
HBIMH ~ I'€MOIMO3THUYECKUMH  KJIETKaMH-
npeecTBeHHHKaMH. D hHeKTUBHOCTD
JedeHust 6oabHbIXx OMJI  3aBucur or
MHOTHX (PaKTOPOB, MPE2KJIE BCETO OT CBO-
€BPEMEHHOH AHArHOCTHKM W CPOKOB Ha-
yasia creln(uyeckoil Teparnuu.

Huskasi  ahheKTHBHOCTD  JieueHHust
6osbHbIx OMJI  crapiiix Bo3pacTHLIX
rpynn  o6ycJ/IoB/eHa psiloM  (aKTopoB,
B T. 4. OHOJOrHYeCKHM (DEeHOTHIIOM
JIEHKO3HBIX KJETOK, B (opmupoBaHHe
KOTOPOTO TOMHMO T€HETHUYECKHX TO-
BPEXKJIEHHH  MOTyT ObIThb  BOBJIEUEHbI
SMUreHeTHIeCKHE MeXaHH3Mbl M CTPO-
MaJibHOe MUKPOOKPY?KEHHUE. SA0)
06yCJIOB/IMBACT 1esecoo6pa3HoCTh
MpUMeHEeHUsT KOMOMHALIMK TIpenaparos,
JIEACTBYIOLLMX HA pa3Hble GHOJIOTHYECKHe
muienu. Hanpumep, o6Hapy:keHne xa-
paKTepHbIX IS MHEJIOIHUCIIIACTHIECKUX
CHHJIDOMOB  11aTOOHOJIOTHYECKHX  (PEeHO-
MEHOB Yy MOKHJIbIX 60J1bHbIX OMJT MoKeT
TMOCJY?KUTb OCHOBAHWEM JI/Is BKJIOYEHHS
B apceHasl JieKapCcTBEHHbIX CPE/ICTB, TpH-
MEHSIEMBIX B TIPAKTHKE JieueHHsl GOJIbHbIX
MHEJIOAUCTIIACTHIECKHM CHHIPOMOM:
TUITOMETHINPYIOLINX, HMMYHOMOJYJIATO-
poB, GJIOKaTOPOB THPO3WHKHHA3 W psija
JPYTHX.
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Onnako cjelyetT TpU3HATBL, UTO
U3yueHUe KapuoTHIa I103BOJISIET ycTa-
HOBUTb TPYINIy PHCKA M, TE€M CaMbIM,
BbIOpaTh a/leKBAaTHYIO TPOrHO3y 3aboJie-
BaHUSl MHTEHCHBHOCTbL LUTOCTATHYECKOH
Tepanuu. ¥ 06oJbHbix OMJI Bbizessiior
TPU MPOrHOCTHYECKUX BapHaHTa KapHo-
tuna. HecMoTpst Ha HeKoTOpbIe pa3/inyus
B Pa3HbIX HMCCJEJ0BAaHHSX, COCTaB OT-
JIeJIbHBIX BADMAHTOB B LIEJIOM COBIIAJaeT.
Tak, rpynna 6JaronpusTHOro NporHo3a
BKJIIoYaeT Tpanciaokaumu t(15;17) (PML-
RARA), (8;21) (RUNXI-RUNXITI),
inv(16) wm t(16;16) (CBFB-MYHII).
Cayuau ¢ Tpemsi 4 6oJiee He3aBUCHMbIMH
LUTOreHeTHYeCKUMH abeppauusMu (Tak
Ha3bIBAEMbIH KOMIJIEKCHBIH KapUOTHIT)
COCTaBJ/IAIOT OCHOBHYIO 4acTb TpPyIIIbl
HeOJ1aroNpHUATHOrO KapHoTHNA (BLICOKO-
ro pucka). B rpynny npomexyTouHoro
pPUCKA BXOJAT CJlyyah C MHOFOYHCJICH-
HBIMH XPOMOCOMHBIMH TTOBPEXKICHUAMH
HEYCTAHOBJIEHHOTO MPOrHo3a u GoJbHble
C HOPMaJIbHbIM KapHOTHIIOM. Bbliesen
HOBbIFl TPOrHOCTHYECKMI BapHaHT Ka-
PHOTUIA O4YEHb BBICOKOIO PUCKA, OTJIMUHU-
TeJIbHBIMU TPU3HAKAMH KOTOPOTO CJIy»KaT
JiBe MM GoJiee ayTOCOMHbIE MOHOCOMMH
JIM60 OJIMHOYHASI ayTOCOMHASI MOHOCOMHS
B KOMOMHALIMH C OJIHOH MJIK OoJiee CTPyK-
TYpPHBIMH aHOMaJIUSIMK (JU151 0603HAUEHHS
JIAHHOTO BapHaHTa KAPUOTHUIIA TPEJIOKEH
TePMHH «MOHOCOMHBII» ). OcHoBaHHEM
JUISl BbIAEJIEHHs] 4YETBEPTOro BapHaHTa
KapHOTHUIA MOCYKHJIM JaHHble O JO-
CTOBEPHOM CHWXKEHUH 00llel 4-seTHel
BbIXKHBAEMOCTH OOJILHBIX 3TOH FPYMIbI 110

CPaBHEHHUIO ¢ OOJIbHBIMH, Y KOTOPbIX OblII1
JIpyrue LUTOTeHeTHYecKue abeppauui,
B T. 4. M MHOXECTBeHHble (HCKJIOUeHb
cllydau ¢ HOpPMaslbHbIM — KapHOTHMIIOM
u CBF-OMJI): 4 + 1 u 26 = 2% coor-
BetcTBeHHO (p < 0,001).

OnHako HepejkM —ciydau, Korja
y yactu 607bHBIX OMJI BBISBIAIOT KPHIT-
THYECKHE XPOMOCOMHbIe abeppalyu, a y
40 % — HOpPMaJIbHbII KAPHOTHI. DTUM
0OBSICHSICTCST  3HAYHTEJBHBIH  HHTEpec
K JpyrdM Mapkepam, oOHapy:KeHHe
KOTOPBIX Ha 3Tame mMepBUUHOro obcre-
JIOBaHHsI  MO3BOJISIET  MPOTHO3UPOBATD
9(p(eKTUBHOCTb  CTAHAAPTHLIX KYypCOB
LUTOCTATHYECKOH Tepanuu /Wi Be-
POSITHOCTb PA3BUTHSI PaHHEro peluInBa
0CTpOro Jieiiko3a. Peub et o Myrauusx
renos FLT3, NPM1, CEBPA, RAS w us-
6bITOUHOlN  3Kcmpeccud  reHoB  EVII,
BAALC, ERG, BbisiBJieHHE KOTOPBIX CITO-
COOCTBYET BBIAEIEHHIO CPEaH OGOJMBHBIX
OMJI ¢ onHOTHITHBIM KapHOTHIIOM TPYTIT
C pa3HbIM OTBETOM Ha JieYeHHe.

OCHOBHBIMM  MOJIEKYJISIPHBIMH ~ CO-
ObITHSIMM, BeIylUIMMH K (DOPMHUPOBAHHIO
JeiikogHoro kjona npu OMJI, cayxar
Jn60  BO3HUKHOBEHHE CrelU(HIECKHX
TpaHCJIOKALMI, 3a4acTylo C BOBJI€UeHHEM
MPOTOOHKOI€HOB, JHGO MyTalHH TeHOB,
y4acTBYIOLIMX B KOHTpoJie MpoJudepa-
W U auddepeHIHPOBKH MHEJOHIHOMN
tkanu. [Insg OMJI nan6osiee xapakTepHbl
peLMNPOKHbIE TPAHCIOKAIUH, TIPU KOTO-
PbIX TMPOHUCXOAUT OOMEH TeHETHUYECKHM
MaTepuajoM MEXIy PpasiudHbIMH XpO-
MOCOMaMHM ¢ 00pa3oBaHUEM MaTOJOTHYE-



CKHMX XPOMOCOMHBIX CTPYKTYp, Harpumep

t(8;21) u t(15;17). B mpouecce Takoii

TpaHC/J0KalUMKH  oOpasyeTcst  XHMepPHbIH

TeH, COCTOSIIMI M3 aKTHBHBIX JIOMEHOB

FeHOB — YYaCTHHKOB MEPECTPOHKH, 06y-

CJIOBJIMBAIOIINN SKCMPECCHIO XMMEPHOTO

0eJiKa, KOTOpbli, KaK MPaBmJIo, ClocoOeH

GJIOKHPOBATb  MHEJIOMIHYIO b depeH-

UMPOBKY JIMOO CTUMYJIMPOBATH OECKOH-

TPOJILHYIO KJIETOUHYIO MTpoJindepaluio 3a

CYET CJIeYIOUIHX COOBITHH:

® HapyueHHe  (DYHKIMOHHPOBaHHUS
S/IePHBIX PELeNnTopoB (XxapakTep-
HBIA TPUMEP — OCTPBIH TPOMHUEJIO-
LUTapHbIH J1eHKO03);

@ T1OoJaBJICHHE TPAHCKPHUMIUUHK (CUH-
toiBanus PHK ¢ JIHK) 3a cuer cBs-
3bIBAHUSl  KJIIOUEBOro  OeJIKOBO-
ro kommiaekca CBF (core binding
factor), utTo xapakTepHo /151 OCTPBIX
JICHIKO30B C TPaHCJOKALUSMH, BO-
BJIEKAIOIIUMH XpoMocoMbl 21 u 16
(renbt RUNX-1 u CBFB);

@ I0JaBJieHHe  TeHOB  romMeo6oK-
ca, WIH PeryJjsiTopoB KJETOYHOrOo
pasBuTHs (xapakTepHo miasg OMJI
C TPAHCJIOKALIUAMH, B KOTOPbIX yua-

ctByeT reH MLL — mixed lineage
leukemia, pacrosiokeHHbIH Ha XPoO-
mocome 11);

® OCCKOHTPOJ/IbHASL AKTUBALMS THPO-
3uHkuHa3 (BCR-ABL-1no3uTuBHbIE

MHEJIOUJIHbIE JIeHKO3bl, MyTallluu

reHa FLT3).

Bmecte ¢ Tem x0oTes10¢h Obl OTMETHTh
Ba’KHOCTb MyTallMil F€HOB, HE BOBJICUEH-
HbIX B TPaHCJOKALMH, HO SIBJSIOLLMXCS
MeMaTopaMH  POLIECCOB,  OINHUCAHHBIX
Bbille. Cpe/u M3ydaeMblX TI€HOB Hau-
00JIbLINF MPAKTHYECKUI HHTEpec Mpej-
craastioT LT3 (ims-like tyrosine kinase
receptor-3), NPMI (nucleophosmin-1),
CEBPA, WTI1, MLL, BAALC, TET2 u ne-
KoTtopble apyrue. CreyeT UMeTh B BHILY,
4TO MYTALMH MOTYT ObITb KaK H30JMPO-
BAHHBIMH, TaK U COYETAHHLIMM B Pa3Jyly-
HbIX KOMOMHALUSX U TaKoe MapTHEPCTBO
CYLIECTBEHHO M3MEHSIeT [POrHOCTHYE-
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cKMe 0COOEHHOCTH YKa3aHHbIX T€HOB.
D10 006YyC/IOBJEHO JOCTATOYHO BBICOKOH
4acToTOH MyTauui >THX rexoB. Hampu-
Mep, Takne MyTauuu rena LT3, kak BHy-
TPeHHss TaHaeMHast ayrinkauus (FLT3-
ITD) w Toueunast myrauus B A-nerie
C 3aMEHOH aMHHOKHMCJIOTBI B MOJOXKEHHH
835 Mousieky/ibl THpo3uHKMHA3LI (FLT3-
TKD), oGHapy:KHBAIOTCS1 COOTBETCTBEHHO
y 20—30 u 7—10% o60sbHbix OMJI,
a mytauusi rena NPM1 — y 25—35 %.
HemasnoBaxknoe 3HaueHune npuoGperaer
(hakT HaJIMuMsl MyTalMi B yKa3aHHbIX
reHax Mmpv HOPMaslbHOM KapHOTHIIE, YTO
Berpeuaercst y 48 % 60bHbIX OMJI.
O6Hapy»KeH1ne XpOMOCOMHBIX MapKe-
pOB 1 aGeppaHTHBIX FTeHOB MPH IHATHOCTH -
Ke, a TAaKXKe IMHAMHYeCKoe OTC/Ie;KUBAaHHE
MX TPaHCKPHUITOB MPH MOHUTOPHMHTE 3a
pesujlyaJibHbIMH  KJI€TKaMH  T103BOJISIIOT
mozenupoBath Teuenne OMJI, BeGpath
MHTEHCHBHOCTb MOCTPEMUCCHOHHON Tepa-
11U, 060CHOBATh MPOBEJIEHHE AJIOTeHHOI
TpaHCI/IaHTalHH reMOTO3THUECKHX
cTBOJI0BbIX KieToK (anaoTI'CK) u tpaHc-
(hy3nH JIOHOPCKHX JIMM(OLMTOB B TIOCT-
TPaHCMJIAHTALMOHHBIN MepPHOJL, HAa3HAUYUTD
mpernaparbl TapreTHOH TeparnuH.
Crpatudukaius OGONbHBIX 10 Te-
HeTHYecKuM abeppauusM HeoOXoauma,
4TOOBI, HE 10XKH/IasICh Pe3yJILTATOB MOHH -
TOPHHIa 32 Pe3ujlyasbHbIMHU JIEHKO3HBIMU
KJAETKAMH /MM PasBUTHS peLmIuBa,
oroupath KauaupatoB Ha aaioTICK na
paHHHX cpokax 3aboJjieBanus. Kpome
Toro, BbieJeHue cybBapuantoB OMJI
M0 MyTalMOHHOMY CTaTyCy [03BOJISIET
VHMBHlya/U3MPOBaTh  MHTEHCHBHOCTb
MOCTPEMHUCCHOHHOH ~ Teparuu M, TeM
caMbIM, CHHXKAThb YacTOTY U TSXKeCTb
HEOMPAaBIAHHBIX TSXKEJBbIX TOKCHUECKHX
OCJIOKHEHUIL B TpyIIe NalueHToB ¢ 0J1a-
TOMPHSITHBIM MPOTHO30M.
[Tpennosaraercst, 4To Ha/HYHE MyTa-
K FLT3-1TD He BavisieT HA UYBCTBUTE b+
HOCTb JIEHKO3HbBIX KJIETOK K LIUTOCTATHYE-
CKMM TIpenaparaMm B [epHOJl HHIYKIHH
pemuccnu. OHaKO 3HAUMTEBHBIH 06beM

XPOHUYECKWUU MUEJIOJIEMKO3

lodeomosuau kand. med. nayx E.T. Jlonaua, 0-p med. nayx npogheccop A.10. 3apuykui

Ha ouepenHom exkeropHom KoHrpecce
EHA Oblin npeacraB/ieHbl pe3yJsbTathbl

00J1bIIOr0 KoJin4yecTBa KJIMHHUYECKHUX
Hu 9KCNEePUMEHTaJIbHbIX q)yHllaMEH-
TaJIbHbIX HCCﬂeﬂOBaHHﬁ, Kacaroumxcsd

XpPOHHUECKOTO MHesoieiikoza (XMJT).
JirenbHoe Bpemsi umatiHuG ([nnBek®,
HoBaptuc ®apma) mnpouno 3annmaer
MeCTO Tiperapara nepBo# JHUHUH Tepanuu
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XMJI.  JlokJIamuvKd  OTMeuaJi, 4To,
6e3yci/oBHO, 3(h(heKTHBHOCTb UMAaTHHIOA
(MM) 3HauuTeJbHO BBIIE  TaKOBOH
TMPE/IbILYLINX TEePareBTHIECKHX CPEICTB.
Tem He MeHee 3a rojbl HCMOJB30BAHMS
rnpenapara BblsIBUJIHCh M HEIOCTATKH JIaH-
Hoil Tepanuu. Tak, B caMoM HIHpoKoMac-
mTabHOM MEXKIYHAaPOAHOM HCCeIOBAaHHH
IRIS (International Randomized Study

pesunyanbHbiX  Kaetok  FLT3-ITD™,
BEPOSITHO BCJIEACTBHE HX OHOJOTUUECKHX
0COOEHHOCTEH, MOXKeT CrocoOCTBOBATh
paHHeMy BO3HHKHOBEHHIO pelnanBa. Tak,
B uccaenoBannu N. Boissel 6b10 mpo-
JIEMOHCTPUPOBAHO OTCYTCTBHE PA3HHUIIbI
B 4ACTOTE MOJHBIX OTBETOB Y OOJBHBIX C U
6e3 mytauuu FLT3-ITD nipu npoBeaeHUH
pasHbIX MO HHTEHCUBHOCTH WMHJIYKIMOH-
HbIX CXeM: C BBeJleHUeM JlayHOopyOHlIMHA
B no3e 80 MI‘/MZ/CyT, NpoBeJeHHEM
JIBOHHON MHLYKLIMM UJIH IOTIOJIHUTE/IbHBIM
BBEJIEHHEM 1IMTOCTATHUECKUX Mpenapa-
TOB Ha 2-i1 Hefesie. XOTs B GOJIBILIMHCTBE
cJlyyaeB MPUYMHOK TAKOro pelleHHs Obll
BO3pacT GOJIbHBIX, CJIeIyeT MPU3HATH, UTO
OH He BCerjia JOKEH paccMaTpHUBaThCS
KaK MPersTCTBHE /s HA3HAYCHHS aH-
TPALMKJIHHOBBIX aHTHOMOTHKOB HJIH ObITh
MPUUMHON PEYKLHH HX JI03bl.

C. Hess 0bl10 yCTaHOBJIEHO, UTO
00beM Pe3Uya/IbHbIX KJIETOK Y OOJIbHBIX
OMJI ¢ wyrauuedt FLT3-ITD, xots
W TIPEBbLILIAET TAKOBOH y  OOJIbHBIX
6e3 MyTalMH, HO CHH)KaeTcsl Mo Mepe
NPOBEAEHHsI  JIONOJHUTENBHBIX — KYpCOB
uuTocTaTHueckoi Tepanuu. Tem He MeHee
B HacToslllee BPeMs BBIAESIOT GOMBHBIX
¢ reunoruniom FLT3-ITD*/NPM~ us3
obutedt rpynnel OMJI ¢ HOpMaJbHBIM
KapHOTHIIOM. DTy KaTeropuio MaileHToB
LesecooOpa3Ho  OTHOCHTb K IpyIIe
BLICOKOI'O PUCKA, TaK 2Ke KaK U OOJbHbIX
C MHOKECTBEHHbIMH LIATOT€HETHUECKUMHU
abeppauusivu. Hecmorpst Ha oTcyTCTBHE
cTaHuapToB JeueHuss GoJbHbIX OMJI
¢ myraupedt FLT3-ITD, ynydiieHusi nx
BbIKUBAEMOCTH MOXKHO OXKHIATb [pH
MaKCHMaJslbHOM  COOJIIOJICHUU  YCJIOBHH
BBIOPAHHOTO MPOTOKOA, paHHero
Havasja KypcoB MHTEHCH(HKALMH W Bbl-
nonuenus: angoTI'CK B mepuox nepsoii
KJHHUKO-TeMaTOJNOTHYeCKOH  PEeMHCCHH.
Buenpenne B KJIMHHYECKYIO MPAKTHKY
npenapartoB ¢ autu-FLT3 unruéutopHoit
AKTUBHOCTbBIO, BO3MOXKHO, MO3BOJIUT pe-
WIKTb NpoGJieMy JedeHust 60bHbIX OMJI
cTapllero Bo3pacra.

on Interferon versus STI571) 3a 8 set
HaO6JII0/IeHUS TePAITHIO PEKPATHIIO TTOUTH
50 % mnaumenToB M3-3a HeI(DHEKTUB-
noetn (15 %) wu Tokenunoetd (5 %).
OCHOBHOH 1Ie/IbI0 MHOTUX KJIMHHYECKHUX
U (yHIAMEHTaJNbHBIX — HCCJEOBAHHI
CJIY?KHT BBISICHEHHE MEXaHH3MOB HeyIauu
tepanun VUM, a Takke TMOMCK HOBBIX
OTNTUMaJILHBIX croco00B Jeuennst XMJL.
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EX. Mahon npuuunbl Hes(hbek-
tuBHocTH MIM pasnesnua Ha TpH HacTH,
CBsI3aHHbIE C:

1) renom BCR-ABL (amnanduka-
LLHs1, MyTaLuK );

2) wuMatuHUOOM (BJHWSHHE TpaHC-
nopTHbix 6enkoB MDR1 1 hOCT na ero

KOHIIEHTPALHUIO );
3) 0coOEHHOCTSIMHU JIEHKO3HOH
KieTkd  (BosHukHoBeHne  BCR-ABL.-

He3aBUCHMBIX TyTeH TMPH KJIOHAJIBHOU
IBOJIIOIIUM, a TaKXKe THUIEePIKCIPECcCHs
HSP70, Src-kunas).

Hecmotpsi Ha Gosibllioe KOJIHUECTBO
paboT, MOATBEPIKIAIONIMX BAUTHHE STHX
(haKkTopoB, OJHO3HAYHOTO  MOHUMAHHS
MEXaHH3MOB PE3HUCTEHTHOCTH HET, T. K.
amnngukaims reia BCR-ABL BbisiB-
Jena MeHee ueM y 5 % NaLHeHToB, a My-
tauun BCR-ABL ynaetcst oOGHapy»XHTh
y 30—50 % nauMeHToB ¢ pe3MCTEHTHO-
croto. [Ipu 3TOM clleyeT OTMETUTD, UTO
YacThb ITHUX MyTalHil, CONJIACHO JAHHBIM
HCCeoBaHUK i vitro, NOJKHA ObITh
yyBcTBUTesIbHA K FIM B ero sieueGHbIX
J03aX M, BO3MOXKHO, HE CJYXKHT TIpH-
YHHOH Heynauu Tepanud. Hesb3s Takke
C YBEPEHHOCTbIO OLEHUTb KJIMHHYECKYIO
3HAYUMOCTb ~ H3MEHEHHsI  3KCIPeccHu
TPAHCMOPTHBIX O€JIKOB y KOHKPETHOTO
nauueHTa, T. K. B HacTosillee BpeMsi HeT
CTaHIAPTU30BAHHBIX METOJOB OIpejieJie-
HUsT YPOBHSI Mpenapara BHYTPH KJETKH.
XoTsi B 9KCIEepPUMEHTAX KJIOHAJbHAsS
IBOJIIOLUS MJIH MyTaLMK JAPYTHX (TOMUMO
BCR-ABL) TeHOB YCHJHBAIOT OHKOTEH-
Hble CBOWCTBA KJIETKH, a B KJIHHHIECKON
MpaKkTHKe Y TMalMeHTOB C PE3HCTEHT-
HOCTBIO HEPEIKO BBIABJAAIOT AaHHBIE
M3MeHeHMUsI, B HACTOsIILIee BPEMsI HX BKJIAJ(
B MeXaHW3Mbl HespdekTuBHocTH KM
He ycraHoBsieH. [Touck NMpHyHH Heynauu
tepanuu UM nponosmkatorest.

Hapsiny ¢ 3tum ocoOblii  uHTepec
BbI3bIBAET HEUYBCTBUTEJbHOCTL K MM
MPUMHTHBHBIX TOKOSILUXCS  CTBOJIOBBIX
KJIETOK, OJIHAKO W B 3TOH 06J1aCTH TOKa
OTKPBITHH He mpousorio. CrenyeTr oT-
METHTb, UTO TO CaMo 110 ce6e He MOXKET
ObITb TMPUYWHONH PE3UCTEHTHOCTH, TIO-
CKOJIBKY Y GOJIBILIMHCTBA GOMBHBIX MOYKHO
MOJIyUUTh 1IUTOTEHETHUECKYIO PEMUCCHIO
My MHOTHUX — MOJIEKYJ/SIPHYIO, TMpH
TOM BEpPOSITHOCTb  MPOrPECCHPOBAHHMS
MaJjia, HecMoTpst Ha Hasure BCR-ABL-
MO3UTHBHBIX CTBOJIOBBIX KJIETOK. Tak,
B uccsenoBannu RIS 3a Bpemst Habttozie -
Husi B (paze akcesiepauuu (PA) uin npu
6sactHoM kpuze (BK) nporpeccuposasno
Beero 3 % MauMenToB ¢ TOJNHLIM LIUTOre -
netuyeckum otBetoM (ITLIO), a ciyuaen
TpaHchopMaliu y 60JbHBIX, KOTa-JI160
MMEBLIMX GOJIbLION MOJIEKYJISIPHBIH OTBET
(BMO), n BOBce BBISIBICHO He OBLIO.
C 6HOJIOTHYECKON TOUKH 3peHHsT Ipajiu-
Kaliksl JIEHKO3HBIX KJIETOK OueHb BaXKHa,
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HO KJIMHMYecKasi MpaKkTHKa [OKa3blBaeT,
4YTO  MEePCUCTEHUMS  He3HAUUTEJIbHOrO
koanyectBa kiaetok XMJI mpu BMO He
MPUBOAUT K BO3HUKHOBEHHIO dDA/BK.
Ormeuanoch, 4TO 3TO, MO-BHIUMOMY,
CBSI3aHO C TE€M, UTO HCTOYHUKOM OJ1aCTHON
TpaHcpopMaLUH SIBJSIIOTCS HE CTBOJIOBbIE
KJIeTKH, a OoJiee 3pejasi MOMyJsLUS

JIEHKO3HBIX ~ KJIETOK, KOTOpasi MOKET
KOHTpoJipoBaThest IM.

Bosiee  ONTUMMCTHUHBIMH  TpeJl-
CTaBJISIIOTCS  PE3YJIbTaThl  KJIHHHUECKHX

HCCIeIOBAHHH 10 UCTIOJIb30BAHHIO HOBBIX
uHru6uTopoB THposuHkuHas (MTK) —
HUJIOTHHHOA (Tacurna®, Novartis
Pharma) u pnasarunuba (Cnpaiicen®,
Bristol-Myers Squibb) — B KauectBe
npenaparoB MepBoi JIMHUK Y MalMeHTOB
B paHHel xpoHudeckoit dase (XP) XMJI.

CpaBHuTesbHAsT OlleHKa 3(PdeKTHB-
HOCTH HUJIOTHHUGA B cyTOuHO# j03e 600
n 800 mr no cpasHenuio ¢ UM B no3e
400 mr noxasaJia NpeBOCXOACTBO HUJIOTH -
Huba B 06enx jo3ax Hajg UM, B kaxuyto
rpynmy 6b10 BKJIOueHo okoso 280 mna-
urentoB. K 12 mec. neyenunst [TLIIO 6ot
nocturuyT y 93, 93 u 76 % nauuenTos,
MoJIy4aiolux — Teparuio  HUJIOTHHUOOM
600 uan 800 mr/cyr u UM 400 mr/cyr
cootBetcTBeHHO. Yactrora BMO Takke
Obl/1a Bbllle y OOJbHBIX, MOJy4aBLIMX Te-
panuio HUWJIOTHHHOOM B 06enx po3ax. [1pu
sToM uactora nporpeccun B @A u BK
B rpynne MMM Oblna 10CTOBEPHO Bhbille
MO0 CPaBHEHWIO C TPYIIOH, ToJydaBIIei
HUJOTHHHG BO Beex Jo3ax (3,5 % s
MM, 0,7 % st nuotunn6a 600 mr/cyt
u 0,4 % mnsa nunotnanGa 800 mr/cyr).
Cayuan cMepTH OBLIN TaKKe yallle Cpein
60sbHBIX, MotydaBiux MMM (Bcero — 9,
csazanubix ¢ XMJI — 8) no cpaBHeHuto
¢ Husiotunnbom B go3e 600 (Bcero — 5,
cazanubix ¢ XMJT — 2) u 800 mr/cyr
(Bcero — 2, cpazannbix ¢ XMJI — 1).
Hu B oniHO# ncenienyemoti rpyme ciyyaen
BHE3aIHOH CMepTH 3aPEernCTPUPOBAHO He
6bl10. ToKCHUHOCTB Obl1a HUXKE B TpyIe
GOJIbHBIX,  MOJIy4aBLIMX  HUJOTHHUO
600 wr/cyr. Mmenno B 3Toii rpymre
YacToTa MpeKpalleHusl Tepamnnu H3-3a
TOKCHUECKHX 3(dekToB Gblia Hanbosee
nuakori (7 %).

Pesysibratbl Tepanuu jazaTHHHOOM
100 mr/cyr B panneii X® XMJI takke
PEBOCXO/IT MOJyUYeHHbIE TIPH JIeYeHHH
MM 400 wr/cyr. K 12 mec. Tepanuu
B stux rpynnax [ILI'O 6bu1 nosyuen
y83u72 % MALMEHTOB COOTBETCTBEHHO.
BMO rakxke daiie ormeuascs y rmna-
[[UEHTOB, TMOJYYaBIIUX JAa3aTHHUO (K
12 mMec. — 46 %), no cpasnenuio ¢ UM
(Bcero 28 %). Yactora Tpanchopmalyu
B ®A u BK cocrasuna 1,9 u 3,5 %,
a 1M3-3a OCJIOKHEHHI Teparuio rnpekpa-
0 5 1 4,3 % NaluueHToB, NoJyuaBLIMX
COOTBETCTBEHHO fAazatuHn6 u WM.

Yacrora wuuronenuit I1—IV crenenu
6blJ1a HECKOJIbKO BbILIE MPH MpHeMe fa-
3atuHn6a. BakHO OTMETHTB, UTO YacToTa
MPOrPECCHH U BBDKMBAEMOCTb OOJIbHBIX
Obl/IM  OJMHAKOBBLIMH B 0OOEHX Tpyrmnax
MCCCOBAHMS, T. €. MO 3THM JBYM
KJIOUEBLIM TapaMeTpam He BbISIBJEHO
npeBocxojcTBa AazatuHuba Han MM na
JIAHHOM 3Tarie uccienosanus. Haubosee
YACTBIMH HEreMaToJIOTHUECKUMH OCJI0K-
HeHUsIMHU (J11060i CTerNeH! ) MPH JIeueHHH
NIa3aTHHUOOM ObUIH 3a/lepaKKa KUIKOCTH
(19%), B T. 4. BLIOT B IJIEBPAJbLHYIO
nosiocts (Tosbko I—I1 crenenn — 10 %),
a mpu UM — rommora (20 %), Boc-
naJieHue MBILILL 1 KOyKHas1 Chirb (110 17 %
kaxaoe). KpoBoTeuenus: BeTpevasuch
O/IMHAKOBO 4acTo B o0eux rpynmax (mo
5 % n06oli cTernenu).

Hapsiny ¢ tum npoaoskaroTes mo-
MbITKH ONTHUMHU3UpOBaThL Tepanuio MM
MyTeM COUETAHHOTO WJIH TI0CJIE0BATE ] b-
HOTO HCIOJIb30BAHUS JIPYTHX TPOTHBO-
OMyXOJIEBBIX CpPeICTB  (HHTepdepoH-a,
[[TO3ap, BAaKIMHBI), a TaKKe TpHUMEHe-
HHUS TIperapaTa B HCXOJHO BBICOKOH J03€.
XoTs1 Ha HauaJbHBIX dTarax pe3yJabTaThbl
B Ipynnax MaideHTOB, MOJy4aBIINX
MM B BLICOKOH /03¢ WM B COYETAHHH
¢ uHTepdepoHOM-¢, OBbLIM BbIllIE 110
cpaBuennto ¢ UM B crannapTHo#t n03e,
npu OoJiee OTJIAJEHHbIX HAOJIOAEHUAX
3((hEKTUBHOCTD 3THX PEXUMOB 0OKasa-
Jlacb CPaBHUMOH.

Dbl Takke rpejcTaB/eHbl Pe3yiib-
TaThl HCIMOJIb30BaHHUS HOBBIX CPEJCTB
B 9KCTIepUMeHTax in vitro (nnepuxcadop,
aktuBatop PP2A, FTY720, ABT-737,
AS703569, anturena k ILIRAP, Gop-
Te30MHO W JIp.) WM B KJIHHHYECKHUX
uccseoBanusax  (60cyTHHHO, BaKlHMHA
K nentuary p210, romoxappuHITOHHH
v Ip. ).

Bocytunn6 — eme oauH HOBBIH
NTK, nokasan BbICOKYIO aKTHBHOCTb
y GOJIbHBIX C PE3UCTEHTHOCTbIO K WM.
MHTepecHo, 4To XOTs 110 MeXaHU3MYy Jeii-
CTBUsSI GOCYTHHUO CXOJIEH C JIa3aTHHHOOM
(uuru6upyer BCR-ABL- u Src-kunasbl),
OH Obl1 3 heKTUBEH Y MAlHEHTOB C pe-
3UCTEHTHOCTBIO WJIM HEMepeHOCHMOCTBIO
MM u pasatnnuba. B 3aBucumocTtH
OT HaJWUYUsl WM OTCYTCTBUSI MyTallMil
JI0 Hayaja Tepamuu 4acToTa TOJHOTO
reMaToJIOTHIECKOr0 OTBETa COCTaBHJIA
56 1 89 %, a BLITO — 27 u 38 % coot-
BETCTBEHHO.

HcenenoBanus  TakKe TOATBEPK-
Jal0T  1es1eco06pa3HOCTb  COOJTIONIEHHS
HOBBIX peKoMeHalHi European
LeukemiaNet — ELN (Baccarani M.
et al., 2009) B KaxnoaHeBHOH JiedueGHOH
NpaKTHKeE.

[Tpomo/mkatoress  TakKe — HCCIeI0-
BaHusi no orMmene MM y naumenron
C JUIMTEJIbHBIM TIOJIHBIM MOJIEKYJISIPHBIM

KIMHUYECKAA OHKOTEMATOJIOIMS



orBetom (I[TMO). 3a Bpems HabJm0-
J€HHUsl PELHIUBBl OTMEUANHCh TIOUTH
y 609% nauventos. Bblia BoisiBaeHa
yeTKasi B3aMMOCB$I3b C MPOTHOCTHUECKON
Mozesbio  Sokal: GoJibHbIE C BBICOKHM
PHUCKOM JIOCTOBEPHO uallle YTpauuBaJu
pemuccHio. BbIsiBUTL apyrue QaxTopbl
pHCKa Mporpeccuu Mnoka He yaanock. [Ipu
9TOM MHOTOKPATHO MO4€PKUBAJIOCH, UTO
otMeHa MM, He3aBUCHMMO OT HaJIM4Hs
nautesbHoro [TMO, BHe KIHHHUECKHX

15-ii konrpecc EHA

MCCJIEIOBAHHE KATErOPUUECKH HE PeKo-
MeHjyercs!

Takum o6Gpasom, HecmoTpsi Ha
MOMCKH HOBBIX CMOCOGOB OMTHMH3AIUH
tepanuu XMJI, UM B ctanpaptHoii 103e
B MOHOpPEKHME OCTaeTcs MpenapaTom
nepBoil uHUM Tepanuu, a HoBble MTK
(HUIOTHHMO WM 1a3aTHHHO) JOJ/IKHbI
MIPUMEHSITLCS Y TALMEHTOB C HEMEPeHo-
CUMOCTBIO MJIM PE3UCTEHTHOCTbIO K MIM.
Kpurepun peacTeHTHOCTH M HENEepPeHo-

XPOHMYECKHUE Ph-HETATHMBHBIE
MUWEJIOTTPOJIMOEPATUBHDBIE SABOJIEBAHM S

[Todeomosuara kard. ned. nayk M. A. Cokonrosa

M3 mpescraB/ieHHbIX Ha KOHrpecce
EHA 2010 r. coofluieHnii uHTepec 3a-
CJIy>KHBAIOT BOTIPOCHI Teparii GOJIbHbIX
¢ ksmaccuueckumn  Ph-HeraTuBHBIMH
XPOHHYECKUMH MHUEJIONPOJIHdepaTHBHBI-
My 3aboneBanusmud (XMII13). TTomumo
ruppoxkcumoueBuHbl (I'M), KoTtopasi me-
MOJIb3YeTCsT KaK Tepamnus MepBoi JHHUH
NpyH  3CCEHUHMAJBbHON  TPOMOOLUTEMHUU
¥ HCTHHHOH MOJULHUTEMHUH (9PUTPEMHH ),
JIPYyrUX TeparneBTHUECKUX BO3MOXKHOCTEH
Ha CEroJHsILIHMI JieHb HeT. Jleuenue nep-
BUuHOro Muesocpu6poza (IIMP) nas-
JIMATHBHO W HAIpaBJIeHO HA yMeHblIEHHEe
npH3HakoB 60J1€3HH, TaKUX KaK LHUTOIe-
HUSI, TIPH KOTOPOH TPUMEHSIIOTCS KOPTH-
KOCTEpPOM/Ibl, 1aHa30J1, peKOMOHHAHTHBIE
IPUTPONOITHHBI, U CIJIEHOMETa/usi, TIpH
KOTOPOH C OmMpeJesieHHbIM YCTeXoM HC-
noJbsytores ['M, naynopy6uums, obiryue-
HHE ceJIe3eHKH, craeHskTomus. OnHako
9TH METOJbl JIeYeHHs! JaJeKo He BCeraa
3 (EKTUBHBI, U HU OJIMH BHJL U3 TIPUMe-
HSIEMOH B HACTOsIlllee BPeMs Teparuu He
M3MeHHJI TeueHHsl GOJIeE3HH Y MalMeHTOB
¢ [IM®. Cpennsist MpoJo/IKUTENBLHOCTD
Ku3HU GoJbHBIX ¢ [IM® B Hacrosiiee
BpEMSs1 COCTaBJISIET TPUMEPHO O JIET.

B nocnennne Tofpl  JIOCTHTHYTHI
GoJibllINe yCMeXu B MOHUMAaHWKM NaTo(u-
3MOJIOTHH KJlaccHueckux Ph-HeraTnBHBIX
XMII3. Tlokasano, 4to MyTauud reHa
JAK2, wrpatoliiyie KJIOUEBYIO POJib B 1aTO-
retese 60JI€3HH, CJIYKAT MOTEHIHATLHON
MHUlleHblo Juisi Tepanun npu XMII3.
B cooTBeTCTBMH C 3THM B MOC/eIHHE
3 roga Obl10 pa3paboTaHO HECKOJbKO
unrnéuropoB JAK2, koropble HaxozsTcs
ceiyac Ha KJAMHMYECKUX UCTTBITAHUSIX.

OnuH M3 HccselyeMbIX Tpenaparos,
INCBO18424, sBasercsd npuMeHseMbIM
nepopabHO  CHJBHBIM ~ HHTHOHTOPOM
tuposunkunas JAKI/JAK2. B kiunuue-
cknx ucneitanusx (II ¢asa) ouenusanu
INCB018424 y 73 nauuenron. M3 nux
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Obl10 34 GOJBHBIX C 9pUTpeMUer U 39 —
C 3cceHlManbHON TpombouuTeMuei. Bee
6osbHBIe  GbLTH  pedpakTepHbl K [M.
Y nauMeHToB C 3PUTPEMHH Tepariusi
INCBO18424 mpuena Kk OblcTpoi
U YCTOHYMBOH HOPMAJIM3ALUU YPOBHSI
rematokpura B 97 % cayvaeB. Takxke Obl-
CTPO TIPOU3OLIIM HOpPMAJH3AUUs YHCIa
JICFIKOLIMTOB M TPOMOOLIMTOB, yMeHbLLe-
HHE CEeJIe3€HKH M TAaKHX CHMITOMOB, KaK
3yJl, OCCAJITHS1, MOTJIHBOCTb.

C 1980-x rosoB npoaoJrKaloT Mpu-
MEHSITbCSl  MpernapaThl  HHTepdepoHa-a
(MPH-a). McenenoBanusi 06bI4HbBIX hOpM
NOH-a n1s nedennst 60JbHBIX C 9pUTpe-
MHEH M 3CCeHLabHON TpOMOOLUTEMHUEH
MOKa3a/jn yMeHblleHHe MNoTpeGHOCTH
B KpoBonyckanusx B 50—94 % cayuaes,
30—85% mauMenToB OGXOAMJIHCH 6e3
kpoBoryckanuii. Tepanus MOH-a npu-
BOJUT K HOpMaslH3allMK uucia Tpom6o-
uutoB y 70—100 % naumentos. Oxnako
1J10Xast MePeHOCHMOCTb, YTO MOXKET Bbl-
paxkaTbecsl B ¢J1a00CTH, TPUIIONOI00HOM
CHHJIPOME, ayTOMMMYHHbBIX MPOSIBJIEHHUSIX
1 MHEJIOCYTTPECCHH, a TaKKe MOTPeGHOCTD
B TMOBTOPHBIX HMHBEKIHMSX BbI3bIBAIOT
Boicokuil yposenb (30 %) mpepbiBanus
Jevenus npenapatamu MOH-a.

[Ternmuposanneie dopmbl UOH-a
(IT3T-MPH-«) nmeior Gosee AIHUTEb-
HBIIl TIEPHOJT TTOJYBBIBE/ICHHST TIpenapaTta,
YTO yMEHbIIAET YaCTOTy HHBEKIUH U T10-
Gounble seiictBusi. Mmetorest aBe op-
myael [I9T-UOH-a: TI9T-MDH-a2b
(ITerMutpon, «epunr-Tlnay» ) u [19I-
NOH-a2a (ITeracuc, «®. Xohpman-Jls
Pour»).  Teparnus  [I9T-MH®-a2b
MoKasasja 3HAYMUTEJIbHYIO  AKTHBHOCTb
npu JedeHun Ph-uneratusueix XMII3
NpH MMHUMaJIbHOH TOKCHYHOCTH. B 1ByXx
KJAUHUYECKUX MCTBITAHUAX, Pe3yJbTaThl
KOTOPBIX JIOK/JIaibIBANHCh HA KOHTpecce,
nceaenosanu [I9I-MPH-a2a npu spu-
TPEMHUH U 3CCEHLHUANLHOR TPOMOOLUTE-

cumoctd MM yeTKo onpejiesieHbl B yno-
MsSIHYTHIX Bblllle pekoMeHpauusx ELN.
Ha ceropnsiiinuii 1eHb cie0BaHHE STHM
KPUTEPUAM B PYTHMHHOH KJIMHHYECKOH
MpakTHKe Mo3BoJisieT Haubosee apdek-
TUBHO HCIIOJIb30BATh BCE HMMEIOIIHECS
B apceHajie remaroJiora CpejacTBa st
Jgedenust 6osbHbix XMJI — MM, Hu-
JIOTHHUO, 1a3aTHHUO W aJJIOTPAHCIIaH-
Talui0 TeMOIOITHYECKUX CTBOJIOBLIX
KJIETOK.

mut (Kiladjian u coart.) ¥V 40 nauneHToB
¢ spurpemueit, JjeuenHbix [1D-MDH-
a2a (HavyanbHast jo3a 90 MKI‘/Heﬂ,.) J10-
CTUTHYT TIOJIHBIF OTBET MPH YPOBHE rema-
ToKpUTa MeHee 45 % y MyKuHH U MeHee
42 % vy eHIMH ©Ge3 KpOBOIMyCKaHWH,
MpHU OTCYTCTBHHU CIUIEHOMErajii U HOp-
MaJbHOM uHcsae JefikouutoB (< 10 X
10%/1) u TpomGoLmToB (< 400 X 10%/11).
[Tocne Hab/oaeHNs B CpeIHEM B TeUeHHE
31 mec. noJHblii otBet coctaBu 94,6 %.
MouJiekyJISIpHbIEl  MOHUTOPHHT  [10KAa3aJl
HEMNpepbIBHOE  CHIXKEHHWE  aJlIeJIbHOH
Harpy3ku rena JAK2 V617F Bo Bpewms
nedenus y 90 % nauueHTos.

B npyrom ucnbitanuu [19T-UOH-
a2a wucnosb3oBasn y 40 manMeHTOB
¢ spuTpemMuert u 39 — ¢ 3cceHIraIbHOM
TPOMOOLIUTEMUEH: MOJIEKYJISIPHbIE OTBE-
Thbl HAOMOAAMMCE Y 54 1 38 % MalHeHTOR
COOTBETCTBEHHO. MoJieKyJIsIpHbIA  110J1-
HbII OTBET (He BbisiBsIsieTcst myTatus JAK2
V617F) 6bia jocturnyty 14 % nannentos
C 9pUTpeMuel u 6 % — C 3CCeHLHAJBLHON
TpomMOouuTeMUel. Yucao UM TsKeCTb
OCJIOXKHEHHUF ObUIM 3HAYUTEJILHO MEHbIIIe
y TAalLMEeHTOB, TOJYYaBIINX HayaslbHYIO
no3y npernapara 90 MKr/He/L.

OTH J1Ba HCCIEIOBaHHSA MOKasaJju
GOJIBIIYI0 aKTHBHOCTL HU3KHX J103 [13T -
NOH-a2a y nauueHToB ¢ spuTpemMuert
U 3CCeHUMaNbHOH  TpomOouUTeMHUel
C BO3MOKHOH ZpajuKaluell MyTaHTHOIO
KJIOHA — HOCHTeJisl MyTauuu Jak2.
[enbio Oyayuinx MCcael0BaHUi J0JKHO
CTaTh CPaBHEHHUE MPU ITHX 3a00J1€BAHUSIX
s¢ppexruBnoctu [I1IT-UHD-a2a u nau-
6oJiee UACTO MCIIOJb3YeMOTo Tpenapara
nepBoi suHun — M.

[IpumeHeHHEe  MUMMYHOMOIYJIHPYIO-
[IMX TIpernapaToB OTHOCHTCH K HOBBIM
MeTtofaM JeueHus 60abHBIX [IM®. M-
MyHOMOJyJIsiTopHble JieKapeTBa (IMiDs)
00/1a71al0T OHOBPEMEHHO aHTHAHTHOTEeH-
HOH M LIUTOKMHMOJYJ/IUPYIOLLell aKTHBHO-
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cteto. IMiDs noBeitator nposudeparuio
T-Kka€TOK, NMPOIYKLMIO HHTEpPJEHKHHA-2
(MJ1-2) uw UDH-y, unrubupyior mpo-
BOCMA/IMTEbHbIE IUTOKMHBI — (aKTop
Hekposa omyxoseil a (PHO-a) u MJI-6.

Tamumomu  Obll MEepBbIM U3
IMiDs, ouenennbim npu [IM®. B noze
100—500 mMr oH NPUBOAKT K MOBBILLIEHHIO
YPOBHsI TeMOIJIOOHHA M YMEHbLLIEHHIO
crieHomerasun B 20—25 % cJyyaes.
TanmuromMu  TakKe  MOBBILIAET  YMCJIO
tpomGouutos y 60—70 % nauuenton
C HCXOHOH TpoMmGoluToneHnei. Tokeuy-
HOCTb TaJIMIOMK/Ia 3HAUYUTEbHA, H GOJb-
wnHeTBo nauuentos (50—90 % ) He moryT
MepPeHeCcTH JI0JrOBPEMEHHYIO TeparHio.
Bosee nuskue nosel Tamupomuna (50 mr
B CYTKH) YJIy4LIAIOT Pe3yJ/IbTaThl JedeHHs]
1 MePEHOCHMOCTb C MEHBLIUMH MOGOUHbI -
MH peakuHsMH. DTO JaeT BO3MOXKHOCTb
MCII0/1b30BATh TAJMIIOMUJL B JIAHHON J103€
B COYETAHHH C MVIIOKOKOPTHKOWIAMH.

JleHasnmmomuL (CC-5013,
Celgene) — anaJjior TaqugoMuua C yBe-
JIMYEHHOH  OHOJIOTHUYECKOH  aKTHBHO-

CTBIO M OTCYTCTBHEM TepPATOT€HHOTO
U HelpoToKcuyeckoro jaerctBus. [Ipa
KauHHueckux ucnbitanus (I ¢asa) oue-
nusaiu nenanuaomua (10 u 5 mr/cyr)
npu umcae Tpom6ouuToB Menee 100 X

15-i Konrpecc EHA

10°/n1y 68 nauuentos ¢ [IM®. [Tosyden
caenylolmit oteet: y 22 %  60JbHbIX
BOCCTAHOBWJICSI YPOBEHb TeMOrJIoOHHa,
y 33% — HopMaJM3oBascs pasMep
cenesenky, y 50 % — BOCCTaHOBHUJIOC
yheso  TpomGoruToB. CaMble yYacTbie
no6ounble 3(PdeKTh BKIOYAMN HEHTPO-
newto (III—=1V crenenn — y 31 %),
tpombouutonenuio (III—=IV crenenn —
v 19 %), 3yn (mo6oii crenenn — y 28 %)
U cbinb (060i crenenu — y 28 %).

Ceflyac  TPOXOAUT  HECKOJBKO
KJIMHHUECKUX MCIbITAHUE HHIHOUTOPOB
JAK2 y nauuentos ¢ [IM®. OTBeThl Ha
JieyeHHe cHavaja HabJIolalnch B BHIAE
YMeHbLIEHHS] CeJle3eHKH M CHMIITOMOB
HHTOKCHKALUK. DTH YJyYlIeHHs OTMe-
yaloTes y nauMeHToB ¢ myrauuei JAK2
V617F u ¢ nukum tunom JAK2. 3Ha-
YUTEJIbHOE CHIDKEHHE aJljieJIbHON Ha-
IPY3KHM WJH yMeHblenHe/ucuesHoBeHue
¢hubpo3a KOCTHOrO MO3ra M LUTOTEHHH
JI0 CHX TOp BBIsABJAEHB He ObliH. OT-
MeuaeTcsi  yMeHblleHHe  CHCTEMHBIX
CHMITOMOB U crieHoMeranun. OnHako
GOJILIIMHCTBO ~ KJIMHHYECKUX  MCCJIE10-
BaHMIl HE MOKAa3a/ll CHIXEHHSI YPOBHS
MPOBOCHANUTENbHBIX [IUTOKMHOB WHIH-
6utopamu JAK2.

XPOHUYECKUU JIUMOOJIEMKO3

[lodeomosunra karno. med. nayx T.E. baruk

Jloknaznel, Kacaiolifecss XpPOHHYECKOTo
JuMdosefiko3a, ObLIH TOCBSIIEHBI CJle-
JYIOLIMM acreKTaM:

1. Ilporuoctuueckue paKkTopbl.

2. Tepamnus nepBoil JUHUK Y MalHeH-
TOB MOJIOXKe 65 JieT.

3. Tepanusi nauuentoB ¢ HebJaro-
TIPUSITHBIM TIPOTHO30M U pedpaKTepHbIX
cJlyuaes.

4. HoBble mnpenapaTbl B Tepanuu
XPOHHYECKOTO0 JIMMoJIeiiKo3a.

lporHocTnyeckne ghakTopsl

B nocnemnwe rompl B JIeUCHHH
XpoHuueckoro  Jjiumdonerikoza  (XJIJT)
JOCTUTHYT GoJ1blIol mporpece. OCHOBHOM
nokaszaresb  9(PEeKTUBHOCTH  Teparuu
B HacTosllllee BpeMsi — JIOCTHXKEHHe
MOJIEKYJIIPHOH PEMHCCHHM U JUIMTEJBLHOTO
6e3pelIMBHOrO MepHoia. Yerexu Tepa-
MHUKU CBSA3aHbl C MOSBJEHHEM OOJbLIOrO
KOJIMYeCTBA HOBBLIX TapreTHbIX Ipernapa-
TOB — MOHOKJIOHAJILHBIX aHTUTEJl, HMMY-
HOMOJIyJIMPYIOLLIMX TIPENapartoB, a TakxkKe
cucremMarudaurei BblGopa ONTHMaJbHOK
TaKTHKH JICYEHHUsI, MCXOJd M3 TPOrHosa
3a00J1eBaHMsI M COMATHUECKOro craTtyca
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6osbHOTO. Onpesienienye MporHo3a 1 Bos-
MOXKHOH PE3HCTEHTHOCTH K Teparuu Ha
paHHHX, a TaKKe MPOABHHYTHIX CTAUSX
CTano0  TIPUOPUTETHBIM  HaNpaBJeHHEM
KJIMHAYECKUX MCCJIEI0OBAHUH, MOCBSIIECH-
ueix XJ1JI. Ha xonrpecce EHA 2010 1.
He ObLIO NPe/UI0KEHO KaKHX-JIHOO HOBbIX
MPU3HAKOB C YCTAHOBJIEHHOM I0CTOBEPHOH
3HAYUMOCTBIO JUIsl  OMpEIEeJIeHHUsT T1po-
rHO3a W IJIAHUPOBAHMS JICUEHMS], a yiKe
MMEIOLIHeCs MOJABEPIJIUCh TUIATEJILHOMY
aHaJuay.

11 sner Hasan BrepBble ObWIO OIy-
OJIMKOBAHO coo0LieHHe 00 HCC/IeL0BAHUU
TeHOB BapHabe/IbHOr0 peruoHa HMMYHO-
r7106y/IMHOB 1 TIOKA3aHO, UTO OTpe/ie/IeHHe
MYTallMOHHOTO ~ cTaTyca y MalMeHTOB
¢ XJIJT BaxKHO /7151 TIPOTHO3UPOBAHHUS Te-
ueHust 6o/1e3HH. [TalreHTsl ¢ oTcyTCTBHEM
COMATHYECKHX  TUMEPMyTalMi  HMEloT
KOPOTKYIO  MPOJOJUKUTEJLHOCTD  KH3HH
M KOPOTKHH Oe3peluIMBHBIH MepHoL.
B nanbHelitieM  GOJIBLIMHCTBO — PETPO-
CTICKTHBHBIX HMCC/IEIOBAHHI MOATBEPAHIO
3HAYUMOCTb OMPEeNeHHsT MyTalHOHHOTO
cTaTyca, HO 3TO OBbIIH reTeporeHHble Mo-
MyJSMH MaLHEeHTOB B pAHHUX CTausIX 60-

Tepanusa ¢ nomoutsio INCBO18424
npuBeIa K 3HAUMTENBHOMY YMEHbIIEHHIO
cenesenku (> 50 %) y 52 % nauuentos
¢ [IM® yke uepes mecsl mocse Ha-
yana JedeHns. OTBeTHMBIIHE HMeJH
3HAUYUTEJIbHOE CHUXKEHHE YPOBHS MpPO-
BoCMaJUTeNbHbIX — 1MTOKMHOB  (MJI-1,
OHO-¢ u sHuoTesnanbHOrO axropa
pocta cocynoB — VEGF) B muasme.
CHmkeHue ajuiesibHOi  Harpysku JAKZ
VO617F nabuonanoch y MeHblIero uucsa
naupeHtoB. He 6buio  yMeHbllIeHHS
¢ubposa koctHoro mosra. Ilocie Ha-
GJIIOJIEHUST B CpeliHeM B TeueHue 15 mec.
75 % TalMeHTOB MPONOJKAIOT TOJyYaTh
JiedeHue.

CeromHsi Mbl BCe ellle HYy:KIaeMcsi
B JIyullleM TOHMMaHWM  MeXaHH3Ma
JIeHCTBHST THX MpPernaparoB Mpd MHeEJO-
npoJindepaTHBHBIX 3aboJieBanusx. [1po-
CTEeKTHBHbIE PaHIOMH3MPOBAHHbBIE HC-
cJie/loBaHust HeOOXOIUMbI JUIsi BbISIBJICHHUS]
3HAUYeHHsl HOBBIX JIEKAPCTBEHHBIX CPEICTB
MO0 CPaBHEHHIO C TPAAMLHOHHBIMH Tpe-
napatamu. BoJiblioe YnucsIo MPOBOAUMBIX
Hceae0oBaHuil  cpend  Ph-HeraTMBHBIX
XMII3, HecoMHEHHO, MPUBEET K YJIyd-
[IEHUIO Pe3yJIbTaTOB Tepanuy U HCXOJOB
y 3THX MallHeHTOB.

JIe3HH, KPOME TOTO, MyTallMOHHBIH CTaTyC
He COXpaHWJ CBOETO TMPOTHOCTHYECKOTO
3HaueHUs1 y haynapabuH-pedpakTepHbIX
MALMEeHTOB,  JIEUEHHBIX  BIIOCJEACTBHH
anemtysymadom. CoBpeMeHHasi Teparnus
YaCTUYHO HMBEJHMPYET MPOrHOCTHYECKYIO
3HAYUMOCTb HCCJIEJI0BAHHUST MyTALUOHHOTO
craryca. Onupasicb TOJbKO Ha MyTal-
OHHBIH cTaTyc, TPYAHO PeLIMTb, KOrja
HAuMHATH JIeYeHHe, KaKylo TeparneBTHye-
CKyl0 CTpateruio BbiGpath (HabJiofeHHe
WIH aKTHBHOE JIeUEHHE), ONpPeleUThCS
B BbIOOpE HaualbHOH M HEOOXOAMMOCTH
MOCTHHIYKIIMOHHOH — Teparuu  (Tomaep-
JKMBAlolllee  JIeUeHHe,  KOHCOJHAALNS ),
1 3TOT MapKep CJI0XKHO HCMOMb30BaTh KaK
006yC/I0BIMBAIOLINI TTPOrHO3. B HacTost-
lee BpeMsi OfpejiesieHHe MyTalHOHHOrO
cTaTyca JOJKHO MPUMEHATLCS TOJIBKO
B KJIMHUYECKHUX HCCJIeJI0BAHUSX.

Josroe Bpemsi LMUTOreHETHYECKOE
uceaenopane npu XJIJI Obu10 HenH-
(hopMaTHBHBIM B CBSI3H C HHU3KOH Mpo-
JMbepaTHBHON aKTHBHOCTBIO JIEHKO3HBIX
aumortoB. C MOSBAEHHEM METOAHKH
(hJI0OpeCIeHTHON TMOPUAN3ALUN in Situ
(FISH) crano BO3MOXHBIM HCC/IeI0Ba-
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HHEe XPOMOCOMHBIX aHomaJui npu XJLJI.
Haun6osiee wH3yueHbl € TOYKH 3pEHHS
MPOTHOCTHUECKOH 3HAUMMOCTH JIeJIeLIHs
JUIMHHOTO TIJieua Xxpomocombl 1 1, neserus
JUTHHHOTO TIJIeua XpoMocoMbl 13, neserus
KOPOTKOTO IJ1e4a XpOMOCOMbI 1 7 1 TpHCO-
Must xpomocomsl 12. Jlenenust KopoTkoro
njieda  XpomocoMbl 17 accouumupyercs
C HaUXyALIMM MporHosoM. B Hacrosiee
BpeMsi OMpe/e/ieHHI0 aHOMaJMH XPOMO-
combl 17 npupaetcsi GoJibllioe 3HaYeHHE
1 J060e paHIOMH3MPOBAHHOE HCCJIe-
JIOBaHHE BBIIEJSIET KOrOPTY MalleHTOB,
umetowyx 17p-. JlocTuzKeHHe JJIMTEJb-
HON KJIMHUKO-T€MaTOJIOTHUECKOH, a TaK-
K€  MOJIEKYJIIPHOH pPEeMHCCHU Y 3TOH
rpynmbl GOJILHBIX CJIY?KHT BbICIIeld Mepoi
9((HEKTUBHOCTH HCCIEAYeMOT0 npenapa-
ta. [leneuys 17p- conpsizkeHa ¢ Hapylie-
HueM QyHkuud reda TphH3, B pesyJbrare
4ero MPOUCXOIUT HAKOIJIEHHE KJIETOK
C HU3MeHeHHbIM reHomom. Hapyuenue
(br3HOJIOrHUECKOM AKTUBHOCTH reHa Tpd 3
MOKeT ObITh CBSI3aHO Kak ¢ 17p-, Tak U ¢
myTaimeit rena Tpb3. Del(17p) He Beerna
accoluupyercsi ¢ Myrauueil rena Tph3.
B 2,5—6,7 % caydaeB npu OTCYTCTBHHM
XPOMOCOMHBIX aHOMaJuil HabJioaanach
mytauust resa TpbH3. BoamoxHo, 39T0
Te CJydad, KOTOpble OBbIM OTHECEHBI
K rpynrne 6JarofnpusiTHOrO MPorHosa, Ho
MMes HeoOBSICHUMYIO pepaKTepHOCTD
K Tepanuu. OrnpejiesieHne MyTalyy reHa
Tp53 BO3MOXKHO MPH HCIOJB30BAHUH Me-
tomuku FASAY. Buenpenue TexHoJIOTHH
FASAY B craumapt o6csefioBanust 60Jb-
HbIX TOMOXKET YJYUIIUTh KJIMHHUECKHE
pe3yJIbTaThl Teparvu.

Tepanus nepBoi IMHUN Y NAUHEHTOB
monoxe 65 ner

PaH[[OMI/ISI/IpOBaHHOG HuccJseao0Banme
CLLS8, cpaBHuBaBliee nBe JjeueOHbIE

www.medprint.ru

nporpammbl — FC u FCR — y nepBuu-
HbIX GOJIBHBIX, M0Ka3aJ0 HEOCTOpHMOe
npenmyiectso pexxnma FCR. [TosyueHs!
JIOCTOBEPHBbIE PA3/IHuUsl B OTHOLICHHH
HEMOCPEACTBEHHBIX (YacTOTa MOJHBIX pe-
MHCCHH, 0OIIero OTBeTa) U OTAAJEeHHbIX
peayabTaToB (obmias 1 6e3peluauBHast
BbDKMBaeMoCTb). OOwmit oTBeT 1pu
ucrnosb3oBaHu pexxkuma FC  cocraBun
88,4 %, moansie pemuccun — 21,8 %;
npu jpo6aBjienun purykcumaba (FCR)
3TH nokazatesu Oblin 95,1 u 44,1 %
cootBetcTBeHHO (p < 0,01). O6umas
BbDKMBAEMOCTb uYepe3 3 Troja Trocie
panzoMu3anuu cocraBuia B rpymre FC
82,5%, FCR — 87,2% (p = 0,012)
(puc. 1). Memuana Ge3pelUIUBHOK
BBDKHBAEMOCTH uepe3 3 Toia Tocse
pannomusaiuu npu pexkume FC paBusi-
gack 32,8 mec., npu FCR — 51,8 mec.
(p < 0,001). 3-neruss GeapeLuaHBHasT
BbDKMBAEMOCTb  OOJIbHbBIX, OJIy4aBLIMX
FC, cocraBuna 44,7 %, FCR — 64,9 %
(puc. 2).

B mHacrosiiee Bpemsi cxema FCR
SIBJISIETCS] «30JIOTBIM CTaHAAPTOM» JUIst
JieyeHust nepBUYHbIX 60sbHbIX XJ1JT Mo-
Joxke 65 iet. Hannune naBecTHbIX HebJ1a-
TOTIPUATHBIX MPOTHOCTHUECKUX (PAKTOPOB
(BBICOKHIT YPOBEHb f3,-MHUKPOT/I00yJIHHa,
skenpeccusi  CD38,  ZAP70, orcyr-
CTBHE  COMATHYECKHX  THIEPMyTalHil
FeHOB  BapualeJ/IbHOrO  pPErHoHa UM-
MYHOTIJIOOYJIMHOB) — HHUBEJIMPYeTCsl  TpH
ucnosb3oBanuk pexkuma FCR. Ocobenno
nokasare/sbHa 3(hQeKTHBHOCTb pPeKUMa
FCR npu Hamuuun He6JIaronpusiTHbIX
XpPOMOCOMHBIX abeppalui, TakHX Kak
nesielitst xpomocombl 1 1. O61asi BERKH-
BaeMOCTb GOJIbHBIX, MMEIOLIUX JeJIelHIO
XpoMocombl 11, npu sieueHun no cxeme
FC cocrasuia 82,6 %, FCR — 93,7 %

MpH UIMTEJNbHOCTH HabJ/oaeHNusT 36 Mec.

Puc. 1. O6Lan BbbKMBaeMOCTb 60sbHbIX (N = 817), nony4as-
wmnx nedenve no cxemam FC n FCR (3 roga nocne paHaomu-
3aumn, uccneposaHve CLL8)

¢ MomeHTa pangomuzaund (p < 0,05),
HO TpYU HaMYUK aHoMmasuu 17p- obuias
BBIKUBAEMOCTb  GOJIbHBIX  HE3aBHCHMO
OT HCIOJIb30BAHHOTO pEKUMa OCTaeTcs
HHU3KOII 1 coctasaseT wist FC 36,5 %, nis
FCR 38,1 %.

Tepanus nayneHToB ¢ Hebnar ONPUATHBIM
NPporHo3om n ped;pal{ TePHbIX Clly4aeB
KoHnueckue acrekTbl B OCHOBHOM
Kacajuch MalMEHTOB C [JIOXHM T1pO-
THO30M, MMEIOLINX BBICOKHH PHCK Mpo-
rpeccupoBanusi Gosie3nu. B Kadectse
«front-line» Tepanuu paccmarpuBasioch
no6aBJjieHle MHUTOKCAHTPOHA K BBICOKO-
stpdexruroil cxeme RFC (R-FCM).
Uccnenosanue 11 ¢aswl, npoBoaumoe
UCMAHCKOW Tpynmno#, y 72 naiueHToB
mosioxke 70 JieT mokasaso, uTo TpH HC-
nosb3oBannu  cxembl R-FCM  nosiHble
pemuccHu noJiyuenbl B 82 % ciyuaes, u3
HUX 46 % — MoJieKy/IsipHast peMHCCHS.
Cxema CFAR (putykcuma6, umkiodoc-
than, duynapabuH, ajsemtyaymatb), Briep-
Bole paspaboranHas B M.D. Anderson
Cancer Center, Takke BbICOKO3(heK-
THBHA Y pedppakTepHbIX OOJBHBIX: 0GIIHIT
sekt cocrasua 92 %, nosHbIe peMHC-
cun — 70 %, BpeMsi 10 MporpeccHpoBa-
HUs1 GoJiesaHn — 38 Mmec., y MalyeHToB,
MMeroluX aesenuio 17p-, — 18 mec.
[lepcrieKTHBHO HCIO/b30BAHKHE CXe-
Mbl FluCam kak Teparuu BTOpOil JIMHUH
XJIJ1. B uccnenosanun CAM314 noka-
3aHO, UYTO TIPH CoUYeTaHHH asieMTy3dymaba
1 aynapabuHa y GOJIbHBIX, HMEBLINX
PELMANB WM pedpaKkTepHBIX K MepBOil
JIMHUM Teparuu, o6l 3pdeKT paBHsI-
cs1 84,8 %, MoJIHbIe PEMHCCHH JIOCTHIHY -
oy 30,4 % 6o/bHbIX. Beapeunnuphas
BBIKHBaeMOCThb cocTaBuia 29,6 mec. [1pu
HeOJIaronpusTHOM  MPOTrHO3e  (HasMuKe
17p-) xopoune pe3yabTaTbl MPOAECMOH-
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Puc. 2. BespeunameHasn BbXMBAeMOCTb 60/1b-
HbIX (n = 790), nony4asLUMX NleHeHne no cxe-
mam FC n FCR (3 roga nocne paHgomu3aumu,
nccnegosaHue CLL8)

crpuposaja cxema CAMPred (couetanue
KoMIIaca ¢ MPeHU30J0HOM ): TIpH 0611IeM
oTBeTe, paBHOM 86 %, MoJIHbIE PEMHCCHH
GbLIN OCTUTHYTHI B 24 % ciyuaes. Me-
JnaHa oO6llell BbXKHBAEMOCTH COCTaBUJIA
23,5 Mec., MemaHa Ge3pelIMBHON Bbl-
XKHuBaeMocTH — 15 mec. B ncenenosanuu
CLL206 Takxke mnpuMmeHsiach cxema
CAMPred: 17 naunentoB umesnu HebJa-
FOMPUSTHYI0O XPOMOCOMHYIO aHOMAJIHIO
17p-. B 37 % cayuaes Gbliu JIOCTHIHY ThI
TMOJIHbIE PEMHCCHH, MeIHaHa Ge3peLyIHB-
HOH BbDKHBaeMOCTH cocTaBusa 19 mec.
[TokaszaHo, 4TO JIOCTHIKEHHE MOJIEKYJISAP-
HOH DPEMHCCHH CYIIECTBEHHO YJIydlllaeT
6e3peIUINBHBIN TEPHOI U yBEJIUUUBACT
MPOJOIKUTENBHOCTD KU3HH.

J1g  mocTiKeHus  MOJIeKyJISIpHO
PEMHCCHH  BO3MOXKHO  MCIOJb30BaHHE
KOHCOJIMIUPYIOLICH Teparnuu aseMTy3y-
mabom. B wuccrenosanne CLL4B 6bin
BK/IOUeH 21 mauMeHT ¢ TOJHOH WJIH
YACTUYHOH pEeMHUCCHEel Moc/e JieeHHs
(baynapaGUHCOEPKAIMMUA  PEKUMAMH.
11 manueHTOB mMoJydasud ajemTysymad
30wmr 1 pa3 B cyTkH 3 pa3a B HeJIe 0, BCETo
12 Hen. B KauecTBe KOHCOJIMIMPYIOLIETO
Jgedenusi, 10 manyeHTOB HAXOAWINUCH TIO]
HabmofieHHeM 6e3 KaKoro-Jau6o0 JeueHus.
Y5us |1 mosyuaBimx anemtysymao Oblia
JIOCTUTHYTAa MOJICKYJIIpHAst ~ pEeMHCCHS,
ay 3 u3 10 mauueHToB B KOHTpOJIE OT-
Meuasioch mporpeccupoBanue. Mennana
Oe3pelMIMBHON BbKMBAEMOCTH B IpyIrire
HaOJonenust  cocraBusia 20,6  wmec.,
B rpyrie GOJIbHBIX, MOJyYaBIIUX KOH-
COJIMJIAIINIO, MeJIMaHa He JOCTUTHYTa 3a
nepuoy HabumoneHus 48 mec. B uceneno-
panre CLL207 BkmoyeHo 47 nauueHToB
C MOJIHOK MJIM YACTHYHOH PEMHCCHEH 10-
crie JiedeHus urynapabuHcoepKaluMi
pexxumamu. Bce naumeHTsl moJyuanu
ajemMTysymMab B KauecTBe KOHCOJIMAALMH
6—12 nen. B nacrosiee Bpemst naHHbIe
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24 nauMeHToB JIOCTYIHbI JUIsl aHAJW3A U Y
75 % (18 naumeHToB) JOCTHIHYTA MOJIe-
KyJisipHasi pemuccusi. OuHabHBIH 0TYeT
Gyner nosoxken Ha ASH 2010 1.
Koncosuaupyioiias Tepanusi ajem-
Ty3yMaGoM He BKJIOUEeHA B KJIMHMYECKHE
PEKOMEHJALMH 110 JIEUEHHIO MallHeHTOB
¢ XJIJI, Tem He MeHee pe3y/bTaThl ITHX
UCCJ/1e0BAHUN OYeHb 0OHAeKUBALOLLME.

Hosble npenapatel B TEpanum
XPOHUYECKOr0 NTUMEPONEIHKO3a

GA 10l — rymaHH3HpOBaHHOE
IJIMKO3UJIUPOBAHHOE  MOHOKJIOHAJIbHOE
antuteno K antureny CD20 II Ttuna.
B npex/iMH1eCKNX HCTTBITaHHSIX ObIJIO MO-
kasano, uto GA 101 B GoJiblleil cTenenu
CTUMYJIHPYET aHTHUTEJI03aBUCHMYIO KJle-
TOUYHYIO LIUTOTOKCHYHOCTD 10 CPaBHEHHIO
¢ putykcumabom. 13 maumeHToB ¢ ped-
pakrepubiM XJIJT nosyuanu GA 101, ny
8 (62 %) Oblyia IOCTUIHYTA YACTHYHAS Pe-
Muccust. B Hacrosiiiiee Bpemst poBOMTCS
uccsenosane CLL1IL, koTtopoe umeer
TPH paHgoMU3alMoHHbIX rpymibl: GA 101
(1000 mr) B 1, 8 1 15-it muu 1-ro 1mKIa
U B l-ii neHp 2—6-ro 1MKna + XJa0p-
amGyum (0,5 mr/kr) B 1, 15 u 28-it auu;
putykeuma6 (375 mr/m2/500 mr/m?) +
xnopam6yuu (0,5 mr/kr) B 1, 15 u 28-ii
anu; xaopam6yuua (0,5 mr/kr) B 1, 15
1 28-it nHu.

B ncesieioBanue niaaHupyeTcest BKJIO-
unth 780 nepBuuHbIX NanueHToB ¢ XJ1JI.

Odatymymad — MOHOKJIOHAJBHOE
antutesio K antureny CD20, coneprkatiee
TOJILKO 4€JIOBEUECKHH MMMYHOIIOOYJIHH
G. Y odarymymaba (Apaeppa) B GoJibliiekt
CTETNEeHH BbIpaXKeHbl aHTHTEJN03aBHCHMAsT
KJIETOUHAs LMTOTOKCHYHOCTb M KOM-
MJIEMEHT3aBUCUMBIH  JIU3UC KJIETOK MO
CPaBHEHHUIO C PUTYKCHMAOOM.

59 nmauuenton ¢ XJIJI, pedpakrep-
HbIX K uynapabuHy u putykcumady,

noJiyyaJiu JiedeHue oatymymabom B Ha-
yasbHoit j03e 300 Mr ¢ nocsenyioliei
sckanatmeit 1o 2000 mr. O6uwmil oTBeT
coctaBun  H8 %, obmias  BbDKHBae-
mMocTb — 13,7 Mec., 6e3pelIMBHAsT Bbl-
JKHBAeMOCTb — D,7 Mec.

79 naupentoB ¢ XJIJI, pedpak-
TepHbIX K (uiynapabuHy, y KOTOpPbIX
npuMeHeHHe asemTy3ymaba ObLI0
3aTPyHUTEJbHBIM ~ H3-32  MACCHBHBIX
JaumdoyanoB, nosydasu odatymymac;
o6wmit sddekr cocrapun 47 %, obuias
BblKHBaemMocTh — 15,4 mec.

DennaMycTH B COUeTaHHUU C PUTYK-
cumMaboM y pedpaKTepHbIX MalHeHTOB
U TIAIIMEHTOB C PELHIMBAMU TaKkKe JaeT
oGHajieXKuBaloline peayasrathl. ¥ 81 na-
uueHTa ¢ peuuaoM XJ1JI nocse Tepannu
coueTanueM GeHIaMyCTHHA H PUTYKCHMA -
6a (b + P) o6uwmit otBet coctasun 77 %,
MOJIHBIX peMuccHil OblIo 15 %. [1pu uc-
MoJIb30BaHWKM OEHJAMYCTHHA B KauyecTBe
Tepanuu nepBoit JuHuK y 110 6o/bHbIX
XJUT o6wwmii oter pasnsiics 90,9 %,
MOJIHBIX PEMHCCHE B 3TOH rpyrine GblIo
32,7 %.

Takke ucenenyercss  KoMOHHALMS
6eHIaMyCTHHA | aJjeMmMTysymaba B Te-
pamuu  pepaKkTepHBIX MM  HMEIOLIHX
peunauB naupento ¢ XJIJ1. o MHOTO-
LIEHTPOBOE HCCJIEN0BaHUE, B KOTOPOM
CpaBHUBAIOT JIBe J103bl OenpamycTuna (50
wan 70 mr B 1-fi, 2-1 1HM) B coueTaHUU
C aJleMTy3yMaboM.

B Hacrosiiiee Bpemst TPOBOAUTCS
paHIOMHU3HPOBAHHOE MccseIoBaHue
CLL10, B KOTOpOM CpaBHHBAIOTCS [IBa
pexuma: FCR u 6GeHIaMycTHH B couera-
HHM C PUTYKCUMAGOM.

Jlymukeumab  (autu-CD23) wuHru-
oupyet cekpeuuto IgE in vitro u unny-
uupyet anonto3. Kom6unaums RFC +
JyMUKCHMab ToKasaja MepcrneKTHBHbIE
pesyabTathl. M3 7 maumeHToB ¢ mpo-
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rpeccupoBanueM XJIJI B 3  cayuasx
OBl TOJTydeHbl MOJIHBIE PEMHCCHH,
B 3 — wuactuunble. OpHaKo KpymnHoe
paHIOMHM3HPOBAaHHOE HCCJAE0BAHHUE TIO
cpaBHennto kom6unauu RFC + mymuk-
cumab u Ttombko REFC 6blno 3akpwbITo,
T. K. B TIPOMEXKYTOYHOM aHa/M3e He OblIn
MOKa3aHbl I0OCTOBEPHBIE PA3NTHYHS.

15-ii konrpecc EHA

TanupoMus B KauecTBe €IMHCTBEH-
Horo arenta npu XJIJ1 nokaszasn Hu3Kyio
9 PEKTUBHOCTb U BBICOKYIO TOKCHYHOCTb.
Kombunauus taaunomuaa u daynapadu-
Ha He UMeJa TPEHMYIIECTB M0 CPaBHEHHIO
¢ JApyrumu  QuynapaGuHCOepKALUMHA
peXKUMaMH.

HOBOE B JIEHEHVHN JIMMOOM

[Todeomosuiu kand. med. nayk JI. C. Arv-Padu, kand. med. nayx E. A. bapsx

Ha konrpecce n-pom E. Zucca O6blin
MpeacTaB/aeHbl JaHHble MeKIyHapoIHOH
MCCJIC/I0BATENLCKON TPYIIbI 9KC-
TpaHojanbHblX JuMdom (International
Extranodal Lymphoma Study Group,
IELSG). Oxono !/, Beex sumdom —
9KCTpaHOIAJIbHbIE, T. €. HE BOBJIEKAOIIHE
B OIyXOJIEBBIH TMporecc JUMGOY3JIbl,
CeJIe3eHKY, KOCTHBIH MO3T, H MopaxaioT
opraHbl, He WMelOllle B CBOEH Ha-
THBHOH CTPYKType JUMQOUIHOH TKaHH.
Jlo cux 1nop oO6CYy:KAATCS  KPUTEPHH
JMarHo3a MepBHYHOH 3IKCTpaHOAATbHOH
JUMQOMBI.  DKCTpaHoAa bHast JuMdoMa
(2J1) — numdoma 3KCTpaHOAATLHON UK
IKCTpaUMMaTHIECKOH  JIoKaJIM3aLuH.
B cootBercTBuuM ¢ Kiaccudukanpein Ann
Arbor MUHIAJHHBI, THMYC, BaJibleiiepoBO
KOJIbLO, CeJie3eHKa, allMeHIUuKe W refie-
POBbI GJISAILIKK TOHKOH KHIIKH OTHOCSTCS
K JuMdatuieckuM opraHam. B To ke
BpeMsi MHOTHE KJHHHKH MOJb3YIOTCS
omnpeaeseHUeM,  COMVIaCHO — KOTOPOMY
AJI — 310 JMUMbOMBI, BO3HHKAlOLIME
BHe JuMdoysoB. OcraeTcs CHOPHBIM
Boripoc o BKJouenuu Il u IV cranuit
C MTPEUMYLIECTBEHHBIM KCTPAHOAANBHBIM
nopaxkeHueM B rpymmy dJI.

DJI MoKeT BO3HMKATL B JI060M
opraHe, HO HauboJiee 4aCTO OTMeYaeTcs
sosJsieyenne YKKT (oxos10 30 % ciyyaes).
[To naHHBIM MeXKIyHapPOIHOTO pETHCTpa
paka, caMbIMH YacCTbIMHU JIOKAJH3ALUSIMH
9KCTPaHOIANbHOH HEXOPKKHHCKOH JIHM-
dombl (HXJT) apastores koxa (18 %),
xenynok (17 %), rososnoit moar (10 %)
u Tonkas kuiika (7 %). Pacnpenesienue
no Bo3pacty W noJy npu DJI pasnauua-
eTcsl B 3aBHCHMOCTH OT JIOKaJH3alLHH
qumMdombl. Tak, DJI siuuka v 1UTOBUIHON
JKeJie3bl uallle BCTPeuaeTcs y NalueHTon
crapuie 50 Jiet, a DJ] eueHn 1 KUILLIEUHH -
Ka — y MoJIoIbIX Jinll. CJIOHHbIE YKeJ1e3bl
W LIMTOBUIHAS »KeJie3a valle CTPagaioT
y KeHIMH, a KHIIeUHHK M JIeTKHe —
MPEUMYIIECTBEHHO Y My:KuuH. [IporHos
npu JedeHnu IJI 3aBUCHT OT THCTOJMO-
THYECKOH  MPUHAIEKHOCTH  OMyXOJH
(mddysnas B-kpymHokseTouHas JHMM-
doma [JIBKKJI], MALT-numdoma, mne-
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pudepnueckass T-kaerounas Jgumdoma)
¥ MIePBUYHOTO OpraHHoro nopaxenus. [1o
nannbiM 1ELSG, 10-smetHsist BbIKHBae-
moctb pu MALT-numdome xesyika co-
crapasteT 0Kos10 95 %, MALT-numdomax
npyrux jokanuzauuii — 90 %, JIBKKJI
xeaynka — 60 %, JABKKJI kumieunu-
ka — 50 %, IBKKJI smuka — 27 %,
rosioBHoro mozra — 10 %.

Takum 06pa3om, OCHOBHOH Tepares-
THUECKOH MPo6JIeMOH 0CTAeTCsT ONTHMHU-
3auus Tepanuu JIBKKJI ronosnoro mosra
W SIHUKa.

JIBKKJI sinuka cocrapasiet 5 % Bcex
onyxosieil suuka 1 1—2% Beex HXJL
B T0 ke Bpemsi umpoma — HauboJiee
YacTO BCTPEYalolasicsl OMyxoJib y My»X-
unn crapue 60 Jjer. 80—90 % ciyuaes
npencrasienbl JIBKKJI, pexe — sum-
tomoii Bepkurra, T-kieTouHo# u ¢oJ-
JIMKysipHO# JiuMcomott. Jlist e pBUUHOI
JUM(OMBI sIMYKA XapaKTepHO MeTacTasu-
posanue B [IHC (rosioBHOI M0O3T) ¥ KOH-
TpanarepanpHoe sudko. IELSG mpo-
BEJIEHO PETPOCTIEKTHBHOE HCCIe/IoBaHNeE,
OlLICHEHA BBIKHBAEMOCTb 373 MallHeHTOB
¢ nepsuunoit JIBKKJI sinuka. Mennana
Bo3pacTa coctasua 66 set, 79 % nauu-
enrtoB umesu [—II cramuio 3aboseBanus.
CucremHasi XHMHOTeparnusi TpoBejieHa
75%  GoJbHBIX, NpO(UIAKTHIECKOE
obaydenue Mook — 34 %, npodu-
JIAKTHYEeCKOEe HHTpaTeKalbHOe BBeACHHE
uurocratukoB — 18 %, BbICOKHE /103D
MeToTpeKcaTa moaydnid 6 % mnauuen-
TOB. O-JIeTHsIsi 00LIasi BbIKHBAEMOCTD
cocraBusia 48 %, 10-nerusii — 27 %.
MyJIbTHBapHAHTHBIA  aHa/iM3  [oKasall,
4TO  OJIArONPUATHBIA  MEXKIyHAPOIHbI
nporHoctuueckuit  ungeke (IPI), or-
cyTcTBHe  B-cumnToMOB, npuMeHeHMe
AHTPALMKJIHHCO/IEPIKALLIMX pexKUMOB
XMMHOTEpAIIiH, npoduIaKTHIECKOe
06JyueHre MOLIOHKH CBsi3aHbl ¢ GoJee
6J1aronpUsITHLIM TIPOrHO30M  3a0o0JieBa-
HUSl, yJydlieHdeM ofuiell u 6e3pelu-
JIMBHOK  BbDKHMBaemoctd. [lpumenenue
CHOP-non0o6HbIX KypcOB XUMHOTEPAMHH
B COYETAHHH C MPOUIAKTHIECKHM 00-
JIyueHUEeM MOLLIOHKH W HHTpaTeKaJbHbIM

[IpuMenenue JieHaMIOMKIA Y NALH-
enroB ¢ XJIJI nemoncrpupyet Gosiee obHa-
JIE2KUBAIOLLME Pe3yJibTaThl. 45 nalueHToB
C PElMANBOM H pedpaKkTepHbIM TeUeHHEM
XJIJT nosydasiu ieHaIMIOMUJL B J103€ 25 MT
kaxible 21 —28 nueit. [Tocse 6—8 umkios
06wt otBet coctasu 47 %, noJHbie pe-
MHCCHH GbIJIH JIOCTHTHYTHI Y 9 % GOJIbHBIX.

BBEJICHHEM [IMTOCTATHKOB MO3BOJHJIO 710~
6UTbCS 3-J1eTHel 00lIeH BLKHBAEMOCTH
B 88 % cJyuaes (35 naupenTon, MeaHana
Bo3pacrta — b8 Jsier).

[TosBeneHbl  WUTOrM  MCCJIENOBAHUS
[ELSG-10, B COOTBETCTBHH C KOTOPBIM
Bcem nauuentam ¢ JIBKKJI sinuka npo-
BeJleHo 3 Kypca 1o nporpamme R-CHOP
C  eXeHeleJbHBIM  HHTpaTeKaJbHbIM
BBEJICHHEM MeTOoTpeKcaTa B jo3e 12 wr,
Bcero 4 BBenenus. Jlanee ocymiect-
BJSJIOCh PeCTajMpoBaHHe: TalHeHTaM
¢ | crampeit 3aGosieBanusi, JAOCTUTLLIHM
nonHo#t pemuccun (I1P), mpoBoaumoch
3 kypca R-CHOP u o6s1yuenue MO1LIOHKH
B no3e 25—30 Ip; GosbHbM co 11 cranueit
u [1P — 3 kypca R-CHOP u nyueBas te-
parust (JIT) Ha 06s1aCTh MOILIOHKH U 30HbI
nepBHYHOTO MoparkeHus B 1oze 30—35 Ip.
[Ipn JOCTHXKEHHH YACTHYHOTO OTBeTa
nocse 3 kypcoB R-CHOP nposoausioch
JIOTIOJTHUTEIBHO O aHAJIOTHYHBIX KypCOB
(cymmapho 8 kypcos R-CHOP), npwu no-
crzkenuu [P cnenosana JIT Ha o6mactsb
MOLLIOHKH W BOBJIEUEHHbIE 30HbI B JI03€
30—35 Ip, mpu yactTuuHOll pemuccHu —
B 103e 35—45 Ip. 4-s1eTHsisi 06111ast BbIKU-
BaeMocTb coctaBuia 85 %. B HacTosilLee
BpeMs [PEUIOKeH CJeAYIOLIUI 13aiH
ucenenoBanus  (IELSG-30).  [—15-a
Hezent — 6 kypcoB R-CHOP-21 + un-
TpaTeKaJbHOE BBEJICHHE JIEMOIUTA B 103€
50 mr B |- neHb, 2—5 KypcoB; 18—22-4
Hezeas — MetoTpekcar 1,5 r/m? aBabl
C UHTEpBaJIOM 2 HeJL.; ¢ 24-1 Henemm —
00JIydeHHEe MOILIOHKH.

[lepBuynast muMdomMa LEHTpPaANBHON
HepsHo# cuctembl (ITJILHHC) cocrasasi-
er 1,5—6,6 % Bcex MHTpaKpaHHANLHBIX
onyxosieli u 1% Bcex HXJI. ¥V BHUY-
uHpuuposantbix nauuentos [LJILTHC
BCTPEUAeTCsl 3HAUMTEJIbHO —uyalle —
2—12% caydaes. B nacrosiiiee Bpems
B CBfI3U C TJIOXUM MIPOTHO30M M HU3KUMHU
pe3yJibTaTaMH JIEUeHHs] OCTaeTCs aKTy-
aJIbHBIM PsiZl BOTIPOCOB: KaKOH HaWIyd-
HIUH PEXKUM XUMHOTEPArii, He0OX0IMMO
JIM TIpUMeHeHHe pUTyKcuMaba B JiedeHHH
[TJILIHC, nokasaHo Jin uHTpaTeKaabHOe
BBejleHHe LUMTOCTATHKOB, posb JIT (He-
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00XOJIMMOCTb €€ MPOBEIEHHST B KayecTBe
KOHCOJIMALIMK,  J103bl, BpeMeHHble
napaMeTpbl, MPOGHUIAKTHKA 1 KOPPEKIIHUS
HEeHPOTOKCHUHOCTH ), 11€71€C000pasHo Jiu
NpOBeJieHNe ayTOJOTMUHOK TpaHCIIaHTa-
[IMH T€MOTIO3THUECKUX CTBOJIOBBIX KJI€TOK
(ayToTI'CK).

[IpennoxkeH — MPOTOKON ~ MHOTO-
uentposoro uccaenosanust IELSG-32
C paHgoMHu3aluedl Ha TpPU  TPYIMbL.
[lepBasi rpynna Bk/touaet 4 Kypca Bbl-
COKHX JI03 MeToTpeKcaTta M LuUTo3apa
(Ara-C + MTX), Bropas — Ara-C +
MTX + putykcuma6, tpetbsi — Ara-C +
MTX + rtuorena. Jlanee mnpoBoauTcs
pecTaqupoBaHHe;  TPH  JOCTHKEHHH
MOJIHOW, YaCTHYHOH  PEMHUCCUHM  HJIH
cTabuaudaunu 3a60JeBaHUsl IPOBOAUTCS
BTOpasi paHjOMM3allusl Ha JIBe TPYIIbL:
neppas — KpaHuajbHoe o0OJydeHHe
B J103e 36 [p ¢ wiu 6e3 10nosHUTENBHOTO
00J1yueHHns1 HexoiHoro ovara B j1o3e 9 Ip,
Bropass — ayToTI'CK ¢ koHauuuoHupo-
BanueM B pexxume BCNU + Tnotena.
[Ipu nporpeccupoBanun 3aboJieBaHUs
WM BbICOKOH TOKCHYHOCTH XHMHOTepa-
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THH BBINOJIHAETCS KpaHHaIbHOE 06J1yde-
Hue B no3e 40 Ip ¢ wm 6e3 obayuenus
MepBHUYHOTO ouara.

[Ipono/mkatorcss TMOMCKM  ONMTUMH-
3alMK  JIeUeHUs OHOH W3 Haubosee
YacToO BCTPEYAIOUIUXCs JHUM(paTHIeCKHX
onyxosiell —  hOJIHKYASPHON  JTUMO-
Mol (DJI). MsBectHo, uTto nobasnenue
puUTyKCHMata K passiMuHbIM - pPEKUMaM
nepBoit auHuu xumuotepanuu GJI (CVP,
CHOP, FMC u sip.) yBesinunBaet o6111yt0
BBIXKHBAEMOCTb H BPEMsI JI0 IPOTPECCHH.
[TonyeprkuBatolast Tepanusi puTyKCcHma-
6om B pemuccun DJI (meppoi u mocse
pEeLMAMBA) MOXKET yJIydlllaTh KauecTBO
¥ MTPOLOJ/IKUTENBHOCTD PEMUCCHH, YBEJIH -
qyuBasi 6eCCOOBITHIHYIO BBIKHBAEMOCTb.
B cBsisw ¢ 3THM cTaHmapToM MepBOH
aunnu tepanun OJI cunraeres xumuore-
panus + R ¢ nanbHelied nouiepuBao-
el Tepanueil putykcumMa6oMm. Pexkumbl
M JUIMTENHOCTb  TOJUIePXKUBAIOLIEN
Teparuu pUTyKCHMaboM ellie YTOUHSIOTCS

( IPpOAOJI2KAOTCst 4 MeE2KIYHApPOIHbIX
I/ICCJIE,ZIOBaHI/lH), B HacTtosilee BpeMs
MPUHAT peXKHUM NnoAAEp2KUBAIOLLETro

MHOXECTBEHHAY MUEJIOMA

[lodeomosun karnd. med. nayx 0. M. Kyuma

B o6pazoBaresibHoil nporpamme 15-ro
koHrpecca EHA 1o MHOKeCTBeHHON
muesnome (MM) 661 TIpeICTaBIeHbI TPH
JIEKLHH.

[lepBasi siekuust «Bausinue 6Mo0-
JIOTHM MHUEJIOMbI Ha MPOrHO3 3abosieBa-
HusA» Obuia npountana H. Avet-Loiseau
13 YHHUBepcuTeTcKoro rocnutans Hanra
(Ppanuus).

Knaccunyeckne NnporHocTn4eckne
napametpbl

[TepBbIM  CTaTHCTHYECKH JI0OKA3aHHBIM
(bakTOpPOM, BJIMSIOLIUM Ha TPOTHO3 MPH
MM, Obl1 ypoBeHb KpeaTHHHHA, OT-
paxkalolluil MOYeYHyI0 HEJ0CTATOUHOCTb.
[ToyeyHasi HEOCTATOUHOCTD, KaK MpaBu-
JIO, CBsI3aHa C OTJIOXKEHHEM CBOOOJIHBIX
JIETKHX LEMeH B IMOYeYHBbIX KaHaJbLax.
[Touemy HeKOTOpble MAlMEHThl HA MO-
MEHT JHarHOCTHKH 3a00JieBaHUsT HMEIOT
OueHb BBICOKHH YypPOBEHb KpeaTHHHHA
1 HY>KIAIOTCs1 B IMAJIN3e, a IPyrue — HeT,
JI0 CHX T10p JIO KOHIIA HEeSICHO.

M3BectHO, uTO HeKoTOpble GHO-
XUMHWUECKHE  XapaKTePUCTHKH  CaMHX
JIETKUX Leneld crnocoOCTBYIOT 06paso-
BAHMIO HX JIC[IO3UTOB B IO4YKax. Baxkno
NMOAYEPKHYTh, UYTO BHEIIHWE (aKTOPHI,
Takde Kak 06e3BOXKMBaHHE, T'HIepKa/b-
1eMusi, UHMEKIUH WM HeCTePOUIHbIE
MPOTUBOBOCTATUTEIbHBIE Cpe/cTBa
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(HIIBC), moryT okasbiBaTb Cepbe3HOe
BoO3/lelicTBHE Ha (yHKUMIO novek. [lo-
yeyHasi HEJI0CTaTOYHOCTb [PEMNsITCTBYET
ONTHMaJbHOMY PUMEHEHHIO Npenaparon
C MOYEYHON SJIMMHHALIMEH, UTO TPUBOJUT
K TIPUMEHEHHI0 CyOONTHMAJbHBIX Tepa-
MEeBTHUECKHX CXeM M OTPHLATEJbHOMY
BJIMSIHUIO HA JOJTOCPOYHbIE Pe3y/bTaThl.
JIpyrum cyllecTBEHHBIM TOKa3aTeseM,
yacTo HabJIIO/IaeMbIM TIPH YCTAHOBJIEHHH
JIMarHo3a, CJYKHUT —THIepKa/blHeMHsI.
[TpuBosst K Jerwipatalin, oHa MOXKET
YXYALIUTh (yHKIMIO0 1iouek. OjHako Ha
(hoHe COBPEMEHHOTO JIeYeHHUsI THTEPKaJlb-
LIMEeMHsT paccMaTpuBaercst Kak cJaoblil
MPOrHOCTHUECKHIT TapameTp.

OnHuM M3 MOLIHEHIINX MPOTHOCTH-
YecKHX (PaKTOPOB, BAUSIONIMX KaK Ha BbI-
JKUBaeMocTh 6e3 nmporpeccun (BBIT), Tak
¥ Ha ob11yto BeRkHBaeMocTsb (OB ), saBas-
€TCsl BBICOKHH yPOBEHb CbIBOPOTOYHOTO
B,-MukporyoGyauna. f,-MUKpOra00yaHH
IKCIpeccHpyeTcst  Ha  [OBEPXHOCTH
M/1a3MaTHUYECKUX KJIETOK M MOXKET OT-
pbBIBaTbCsl  OT  KJIETOUHOH MeMOpaHbl,
MI09TOMY B CbIBOPOTKE KPOBH OH BBICOKO
KOPpEeJIUPYeT C  OMyXoJIeBOH Maccoil.
Onnako, MocKo/bKY f3,-MHKPOrIoOYIHH
BBIBOJMTCSI C MOUOH, MOYEUHasi HeJ0-
CTaTOYHOCTb TPUBOAUT K YBEJIHYEHHIO
ero ypoBHsl. MHorue HccieI0BaHus T10-
KasajH, 4To f,-MUKPOTIOOYJIHH CJTyKHT

BBEJIeHHs puTyKcnMat6a 375 mr/m? 1 pas
B 2—3 Mec. B TeueHHe 2 JIeT mocJe To-
JIy4eHUsT PEMUCCHH.

Sakonuena II ¢asa wuccnenoBanus,
MOKa3aBIlIero BHICOKYI0 3(h(eKTHBHOCTD
coveTaHusi putTykcumata u GeHiamycTuHa
TPH 3peJIOKJIETOUHbIX JJUM(pOMAX, U Haua-
ta Il hasa nccnenoBanust st cpaBHeHUs!
stekTuBHOCTH puUTyKcHMaba + OeH-
JIamycTuH (puTykcuma®b — cTaHaapTHast
nosa, 6engamyctun — 90 mr/m2 B 1-ii,
2-11 man) u R-CHOP B kauectBe mep-
BOH JIHHUH Teparuu 3peslOKJIEeTOUHBIX
aumpom, B T. u. DJI. B uccnenoranne
BKJIIOUEHbI epBUUHble 60JbHbIE ¢ [T 1 [V
CTaJUsIMM, HMMEIOlIMe OKA3aHus K Ha-
yasly tepanuu. K Hacrosiiiemy BpemeHu
B HccsieloBaHre Bolwio 513 naineHTos,
B T. 4. 179 6oabubix OJI ¢ menuanon
Bogpacra 60 jer. [lokazaHa MmeHblas
TOKCHYHOCTb peXKuMa pUTyKcumab +
GeHIaMYCTHH (32 MCKJIFOUEHHEM KOXKHBIX
peakuuii — 3pUTEMa W KparuBHMIA),
a TakKe yJydllleHHe BbDKHBaeMOCTH 6e3
nporpeccupoBanus 607e3Hu B 1,5 pasa.

3HAYMMbIM TTPOTHOCTHYECKHM (DaKTOPOM
Kak Mpu oObIYHOH XMMHOTEPAIHH, TaK U Y
NalMeHToB, TOJYYaBUINX BBICOKHE JI03bI
Mesipanana. f,-MUKPOrIOGY/HH  JIEKHT
B ocHOoBe MexiyHapoHOH CHCTEMbl
cramupoBanus  (International Staging
System, ISS), cosnannoit B 2005 r. Ha
OCHOBAaHWH aHa/iu3a OOJBLIOTO KoJnve-
CTBO KJIMHMYECKUX MCCJIENOBAHUI OblIO
NMOKA3aHo, 4YTO CcoueTaHHe ypoBHs f3,-
MUKPOTJI00yJIMHA U ajlbOyMHHA JIa€T Bbl-
COKOMH(OPMATHBHYIO TPOFHOCTHUECKYIO
MoJieJb. DTa MOJIe/Ib B HACTOSILIEE BPEMS]
ILIMPOKO MPUMEHSIETCS B KJMHUUECKHUX HC-
CJIEJIOBAHUSX YISl OTIMCAHUST TMOTYJISILUHI
6osbHblx. OHa KacaerTcss W TPOrHO3a
NalMeHToB, MoJyYalolX HOBbIEe Mperna-
paTbl, TakHe KaK TaJuI0MU]L, 60pTe30MHO
1 JIEHAJTHIOMHL.

Mopdosorust mmasmaTHiecKux Kie-
TOK TaKKe CBfidaHa ¢ nporHo3om. OHaKo
OCHOBHasi mpobJjeMa MopgoJOornyecKoit
KJ1aCcCU(UKALHUK — BOCITPOM3BOAUMOCTb.
Hekotopble ncesieioBaHumst 0KasaJu, 4To
LMTONEHHsT, 0COGEHHO aHeMHs1 M TPOMOO-
LMTONEHHUs], TaKXKe Mpe/BelaeT MiIoXoi
nporuos. PoJjib m/1a3MaTHuecKhxX KJIeToK
B 3THX LIMTOMEHUSIX HE COBCEM MOHSITHA.
KocTHblil MO3T pe/Iko ObIBAET MOJHOCTHIO
3amellleH niagmMouutamMi. OueBHHO, UTO
nyasMaTHiIeckue KJICTKH H MHKPOOKpY-
JKeHHE TPOU3BOMAT (DAKTOPBI, KOTOPBIE

KIMHUYECKAA OHKOTEMATOJIOIMS
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1 MErakapHOIUTOIOI3.
HeGnaronpusitHoe  BaMsiHMe  Ha

NpPOrHO3 OKasbIBaeT MOBBIIIEHHBII

ypoBetb C-peaktuBHoro 6enka (CPDB)
M Apyrux OeNKOB OCTpoil (hasbl. ITH
6eJKM Ha CaMOM feJie OTpa)kaloT PoJb
untepseiikuna-6 (MJI-6), cekperupye-
MOTr0  MHKpOOKpYyKeHHeM. CBsi3bIBasiCh
Co crelupUIeCKUMH pellenTopamMi Ha
meMmOpaHe kjetok, WMJI-6 npoussoaut
AHTHANONTOTHYECKHH U TIpOJIH(epaTHB-
HbIFl CHTHAJIBl W J1AeT T1J1a3MaTHUECKHM
KJIE€TKaM TMPEUMYILECTBO B BbIKHBAEMO-
ctH. Bricokuii yposenb CPB n/umn UJ1-6
MpeaCKa3bIBACT TJIOXOH HCXOL.

Hekoropble — nyGsukauuu — npea-
Jaraiot uzortun IgA B KauecTBe MJ10X0ro
nporuHoctuyeckoro gaxropa. Jpyrumu
MCCJIEOBAHUSIMH  9TOT BBIBOJL He TOJI-
tBepKaaercsi. Posib u3otuna IgA B npo-
rHO3e MHOKECTBEHHOH MHuesioMbl (MM)
He 70 KoHUA scHa. OHa MoOKeT ObITb
obycaioBena TeM, uto 50 % nNalMeHToB
¢ IgA-muesioMoli UMEIOT TpaHC/IOKAlMIO
t(4;14), xoTopast C/Iy2KMT 3HAUUMbIM [IPO-
THOCTHYECKHM (DaKTOPOM.

Taxk ke kax mpu aumMdome XoLKKIHA
M HEXO/UKKHHCKHUX JHM(pOMax, BbICOKas
AKTUBHOCTD JlakTaTAeruaporenassl (JIIIN)
npu MM koppesnpyet ¢ He6G1aronpusT-
HBIM MPOTHO30M. DTOT (PAKTOP, BEPOST-
HO, OTPayKaeT Kak OIyXoJIeBYI0 Maccy, Tak
¥ 1poside paLuio.

Penkune ciyyan, Korja y naiMeHToB
M3HAYaJbHO  BBISIBJSIIOTCS  LIUPKYJIH-
pylollie niasmartnieckue kiaetku (Gosee
20 % BCex JICHKOIMTOB WM Gojiee 2 X
109/n), paccmaTpuBaloTcss Kak  rep-
BUUHBIA  MJIA3MOKJIETOYHBIH  JIEHKO3.
[TnasmaTiyecKkue KACTKH B 3THX Caydastx,
BEPOSITHO, OTJMYAIOTCS HABGOPOM aAHTH-
FeHOB HAa MOBEPXHOCTH, KOTOpbIE CIIO-
COGCTBYIOT BBIXO/Ty HX H3 KOCTHOTO MO3ra.
OTH nauueHTbl 0ObIYHO  OTJIHYAIOTCS
O4eHb KOPOTKOH BbIXKUBAEMOCTbIO. XOT
MHeJIOMa  CYHTAETCsl  HAKOMHUTEJbHOH
M <HerpoJudepaTuBHON»  60JIe3HbIO,
npoJidepatiyis M1asMoLUTOB — YETKH
nporHoctuuecknil akrop. OHa MoXKeT
ObITb OlIEHEHA M0 MHIEKCY METKH, KOTO-
pHIfi ABJSIETCS 3HAUMMBIM TTPOTHOCTHYE-
CKHMM (DaKTOPOM BbIKHBaeMOCTH. [Ipyrum
METOJIOM OLICHKH MpoJudepalny sBJs-
eTCsl 1IMTOreHeTHUeCKoe HCC/Ie0BaHNUe.
Hecmotpsi Ha XpoMOCOMHble H3MeHeHHs!
npaktuuecku y 100 % nauuentos, Ka-
PHOTHII TPOrHOCTHYECKH H3MEHEH TOJIbKO
B 10—30 % caydaes. DTUMH NaLMeHTaMHU
C UH(OPMATHBHBIMH LIUTOT€HETHYECKHMH
M3MeHEHHUSIMH Ha CaMOM JieJie SIBJISIIOTCS
6oJibHbIE ¢ GoJiee BBICOKMM TpoJHdepa-
THBHBIM HHJIEKCOM. MHorue nccnenoBa-
HUsT TOKas3asH, 4TO 3HAuMTesNbHAs MPo-
Jqucepalys  MPeaCcKa3biBaeT KOPOTKYIO
BbDKMBAeMOCTb. B moc/enHee Bpems
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BBICOKHH ypOBeHb CBOOOJHBIX JIETKHX
1eneil B CbIBOPOTKE, Kak OblIO MOKA3aHOo
B OJHOM HCCJIEIOBAHHH, aCCOLMUPYETCS
¢ GBICTPBIM PELUIUBOM. DTOT (PAKT HYXK-
JlaeTcst B MOJITBE PAKICHHH.

Lntorenetnyeckne ghaktopsi

XpOMOCOMHbIE H3MEHEHHsT TaKxkKe
CJTy?KaT BeCbMa 3HAUMMbIM TTPOTHOCTHYE -
CKUM napametpoM. [lepBbiMU OblH Bbl-
JIeJIeHbl THTIOJUIIIONUS U JIeJIelds U
(uate) MOHOCOMHS XpOMOCOMBI 13, u3-
BecTHasi Kak del( 13). OcHoBHOI HefocTa-
TOK IIUTOTEHETHYECKOTo aHa/M3a CBsi3aH
C HU3KHMM MPOJH(pEPATHBHBIM HHIEKCOM,
00bIYHO HAOJMIOIAEMbIM TIPH  MHEJIOME.
Kak c/iencTtBie, mporHos Ha OCHOBAaHWH
LIUTOreHETHYECKUX H3MEHEHHI BO3MOXKeH
To/1bko y 10—30 % naumentos.

Bropoit npoGnemoii siBasieTcss ToO,
UTO HEKOTOpble BaXKHble XPOMOCOMHbIE
M3MEHEHHs] He MOTYT ObITb BbISIBJIEHDI
KapUOTHITHPOBAHUEM (CKPBITbIE TpaHC-
Jokauuu ). [IpeononeTs 3T0 ynaercs me-
TOJIOM (hJTIOOPECIIEHTHON THOPHUAU3ALIUHI
in situ (FISH). Baxuo nomuepkHyTb,
yto FISH He MoxkeT 6bITh BhIMOJMHEHA HA
OKpallleHHBIX KJETKaX KOCTHOTO MO3ra.
[Ipexkne yem Bbimoanuth FISH-ananus,
Mn/1a3MaTHIECKHe KJIETKH JOKHbI ObITh
OTCOPTHPOBAHbLI HJIM  TIPOMAPKHPOBaHbI
UMMYHO(JIIOOPECLIEHTHOH ~ METKOH — Ha
LUTOIJIa3MATHYECKHE JIETKHe LEnu Ju6o
MOP(OJIOTHYECKH € HCIO0JIb30BAHHEM
KOHKPETHOTO TpOrpaMMHOro obecrieue-
HUs aHaJIM3a H306pakeHns . BrisiBsiemast
y 40—50 % nauuentos del(13) npencka-
sbiBaet KopoTkue BBIT u OB. Onnako,
KaK ToKasaju HeTaBHHE HCCIe0BaHHs,
del(13) e sBASeTCS HE3aBUCHMBIM TTPO-
THOCTHUECKHM napameTpoM. Ee mporHo-
CTHYECKasl POJib Ha CaMOM JieJie CBfi3aHa
C 4aCTO COMYTCTBYIOLIMMH €i TPaHCI0Ka-
uusimu t(4;14), t(14;16) wiu neneunent
KOPOTKOTo 1j1e4a 17 XpoMOCOMBl.

Crneunduyeckass it MHEJOMbI
t(4;14) npenckasbiBaeT OYeHb TJIOXOM
MCXON. DTa TPaHCJIOKAUUS TPUBOIUT
K HapylIeHHIO PETyJsluH JBYX TEHOB,
pacrioJio;KeHHBIX Ha KOPOTKOM Tleye
xpomocombl 4. [lepBbiM Obl1 onpeneseH
reH perentopa 3 ans (akropa pocta
dubpodbmacro  (FGFR3),  KoTopbii
nepemeliaetcst Ha xpomocomy 14. Ilpu
9TOM HabJIolaeTCsl  THMEPIKCIPecCHst
FGFR3, uro Bemer K K/IeTOUHOH Mpo-
aucepauuu. Bropoit ren — MMSET
(multiple myeloma-SET domain gene).
Hapyuienune perynsiuun MMSET npo-
nexomut B 100 % cayuaes t(4;14), uto
JieJlaeT 3TOT TeH BEPOSITHOH OCHOBHOM
MHULIEHbIO  TpaHcJaoKauuu.  MHorue
uccseoBanus nokaszagu, uro t(4;14),
Kotopasi Ha6onaetcs y 15 % GoJbHBIX,
CBsI3aHa C MJIOXMM MporHozoM. Mennana
6eccobbiTHiiHON BblKMBaemoctH (BCB)

Y BHOBb BbISIBJICHHBIX MOJIOJBIX MallHeH-
ToB ¢ t(4;14), mosiydaBIIMX BbICOKHE JI03bI
MeJidpasana, coctaBasaa 21 Mec. mo cpaB-
HeHMIo ¢ 37 Mec. y MalueHToB 6e3 TpaHce-
gokaumu (p < 0,0001). Anasornusbie
pe3yJLTaThl HAGJMIOAANUCH B OTHOLLICHHUH
OB (41 vs 65 mec.; p < 0,0001). ITo-
JIOOHOE TPOTHOCTHYECKOE BO3JICHCTBHE
OblJIO  YCTAHOBJIEHO JUIsl TpaHC/IOKAlUHU
t(14;16), XoTs 0ueHb MaJIO HCCIEI0BAHUT
6blJ10 HATIPABJEHO HA 3Ty aHOMAJIHIO, Be-
pOSITHO, U3-3a ee PEeJIKOH BCTPeUaeMoCTH
(< 5% 60sbHBIX). DTa TpaHC/IOKALKA
NPUBOJUT K rUnepskenpeccun rena MAF
Ha xpomocome 16.

Eule oaHuM BaKHBIM TPOTHOCTH-
YecKMM  (haKTOPOM  CJy:KHT — TMOTeps
YacTH KOPOTKOTO Tjeda XpoMOCOMbl 17
(del(17p)). Habmonaemast npumepHo
y 10% nauveHToB C BHOBb JHATHO-
crupoBanHoii MM del(17p) npuomut
K notepe GoJIblIEH YaCTH €€ KOPOTKOTO
nseua. CiiezoBaTe/IbHO, MHOTHE TE€HB,
pacrio/ioXkeHHble B 9TOM XPOMOCOMHOM
pervone, OymyT yjajieHbl, B pe3yJbrare
4ero yaaJeHHylo MULIEHb TPYIHO HIEHTH-
¢umpoBateb. Del(17p) cBazana ¢ oco6o
HeGIaronpuaATHBIM TTPOTHO30M KaK TpH
0ObIYHOM, TaK U BBICOKOJ03HON Teparuu.
Hanpumep, B yC/lOBHSX BBICOKOLO3HOH
tepanun MeanaHa BCB 6bia 15 mec.
(35 Mec. B KOHTPOJIBHOH TOMYJISILUH;
p < 0,0001), a OB cocraBusa 22 wmec.
(10 CpaBHEHMIO C HEIOCTUTHYTOH Y Naly-
eHToB 6e3 nenennu; p < 0,0001).

[IporHoctuyeckoe BJIHsIHUE JPYTHX
XPOMOCOMHBIX ~ aHOMaJIMi  JIMOO  Heli-
TpasbHOe, JIMOO0 elle He MOATBEPHKICHO.
Hanpumep, runepaumnioniHocTs, Ko-
Topas nHabsonaetcs Gosee uem y 50 %
nauyueHToB, WK Tpancaokauus t(11;14)
(20%  nauMeHTOB)  MPOTHOCTHYECKM
HelTpaJibHbL. B HEKOTOPBIX U3 MOC/IeIHUX
nyOJMKaUMid  BbICKA3aHO MPEANoJioxkKe-
HHe, YTO HOBbIE Npernaparhbl (TaJHuIOMHL,
60pTe30MHO, JIEHATHIOMH]L) MOTYT TPeo-
JI0J1eTh HeGJIaronpusITHOE BJIMSHHE 3THX
MPOrHOCTHUECKUX (aKTOPOB. DTO BEPHO
st 6opresomuba u t(4;14). Bopreso-
mu6 yaydimiaer bCB u OB y nauuenTton
¢ 1(4;14). IlpotuBopeunBbie pe3yJibTaThl
6bl1r onyO6inKoBaHbl st del(17p) u Gop-
Tezomub6a. B oTHoweHnun seHaangoMuaa
OJIHO HCCJIe/IOBAHHE CBMCTE/BLCTBYET 00
yJydleHHH BbIKMBAEMOCTH Y OGOJIBHBIX
¢ t(4;14), Ho ne c del(17p), Torma kak
JIpyTHe He TOATBEPIHIH 3TOT (PAKT.

CoBceM HejlaBHO POrHO3 CTaJl Ofpe-
JIEIATHCST  MCTIOJb30BAHHEM  TEHOMHBIX
METOJI0B, TAKHX KaK PO(HIIb IKCTTPECCHH
renoB 1 SNP-meto. Beio nokasano, 4ro
crietmprueckuii Habop u3 70 reHOB MpH
HaJIMUMH PU3HAKOB AUCPETYJISLHHN TTPe-
ckasbiBaeT Kopotkne BCB n OB. Jrot
Ha0bop onpenesuin B HeGOJIbLLON rpyIIe
nauuentos (13 %) ¢ oco6o Hebaaronpu-
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ATHBIM HCXOoM. MozKeT s 3TOT Habop
TeHOB ObITh UCIOJIB30BaH IS BBISIBJICHHUS
60JIbHBIX ¢ He6J1aronPUSATHBIM POTHO30M
He3aBHCHMO OT JIeUeHHs, BCe ellle 06CyK-
JaeTcs, T. K. OH GBI MPeJICTaBJeH C 0YeHb
cBoeoOpasHoil cTpaTeruen Jieuenust (Tak
naswiBaemoii Total Therapy) u ee pacnpo-
CTpaHeHHe Ha JPYruX MalyueHToB J0J/KHO
ObITb IPOBEPEHO. ¥ MALUEHTOB ¢ 00OblY-
HOH cTparervefl JieueHUst HCIoJb30BaH
aHaJIOTHYHBIH [TOJIXOJ1 U OTIPEJIeIeH APYToi
Ha6op u3 15 reHoB, MpecKa3bIBaIOLIHIL
KOPOTKYIO BBbIXKMBAeMOCTb. |l0CKOJIbKY
JIBa HCCJEIOBAaHHS HCIONb30BAIN pas-
JIMUHBIE TIIATGOPMbl MHKPOUHIIOB, OHH
He MoryT ObiThb conoctaB/ienbl. [FM
(International Foundation Myeloma)
Takxke orny0OJuKoBasa OO0JbLIOH aHAJIM3
ncrnosnb3oBanns SNP-metoma. 9t1o me-
cJleloBaHue TMPOJAEMOHCTPUPOBAJIO, 4YTO
XPOMOCOMHbIE AHOMAJIUH TPUCYTCTBYIOT
y BCEX MAlUEHTOB, a TAKXKe TPEITOKUIO0
HOBYIO IIPOTHOCTHUECKYIO MOJIEJIb.

B 3akioueHne momdepkHEM, UYTO
CaMbIMH HaJIe2KHBIMH TIPOTHOCTHUECKUMH
(pakropamu pu MM sBJIAIOTCS YPOBEHD
B,-mukpornoGynuna (wan craaus ISS)
M reHeTHuecKHe,/TeHOMHbIC H3MEeHEeHHSsI.
Kom6unauus yposHs f3,-MUKpornoGyauna
(v cramnn ISS) c t(4;14) ndel(17p) —
BEPOSITHO, JIydlllas KJaccuueckasr acco-
uMatus yist Nporuosa 3aboJsieBaHusl.

Bropasi siekuuss «Puck-apantupo-
BaHHasl Tepanusi MHOXKECTBEHHOI Mue-
Jombl» Oblta nipesicraBieHa A. K. Stewart
13 KanHuku Mefio (CLIA).

CoBpeMeHHble  KOMOHHHPOBaHHbIE
XUMHMOTEpareBTHUECKHe — TMOJIXO/ABl  3a-
MeTHO yaydtuau tepanuio MM. O6uiui
ypoBeHb oTBeToB jocturaet 80—90 %.
Yacrora mnosnnoro oteera (I1O) mocne
VHIYKIIHOHHOH ~ XUMHOTEpanuu  Jaxe
6e3 mepecasKy CTBOJNOBBIX KJETOK 3a
nocJie/lHue rolibl yBeJguuuaach ¢ 3—8 1o
35—40%, aB HEKOTOPbIX HCCJIEIOBAHHUSX
NPy COYETAHUH HHIYKIMOHHON XUMHOTE-
panuu C TiepecamKkoil CTBOJIOBBIX KJje-
Tok — 6osiee 70 %. JlocTHKEHHE CTOR -
koro [TO Bce uatle 1 yalle Koppeaupyer
C BBDKHBAEMOCTBIO, U TIOMIEPXKKA CTpa-
TETHH, KOTOpas YyBEJMUMBACT TJIyOUHY
W JUTUTELHOCTDb OTBeTa, pacteT. OnHaKo,
HEeCMOTPSl Ha BBICOKYIO 4acTOTy OTBETa,
y GOJILUIMHCTBA MALHEHTOB MPOIOKAIOT
Pa3BUBATLCS PELUUBBI, 0COOEHHO Y TeX,
KOTOpbIE OTHOCSITCSI K PPYIINe BbICOKOTrO
pucka. Kpome Toro, wucroJsib3oBaHue
BBICOKOJIO3HOH ~ XHUMHOTEpanuu MeJida-
JIAHOM pasjiesisieT TAlUEeHTOB Ha JiBe
TPYMITBl ¢ PA3JIUYHBIM TepareBTHIECKUM
MOJXOJI0OM B 3aBHCHMOCTH OT BO3pacTa
¥ COTYTCTBYIOLINX 3a60JIeBaHHI.

Bospact u conyTcTByOWME 3a60N€BaAHNA
C KJUHUYECKOH TOYKH 3p€HI/IH BO3-
paCT rnaygyueHTa, HajJauyue COﬂyTCTBy}OU_lI/IX
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3a60J1eBaHUIl M OTIAJEHHOCTb MalKUeHTa
oT JieueOHOro LeHTpa 6oJiee BCero BJIMS-
10T Ha MHAMBHyasbHbIA BBIOOD JIeUeHHsI.
Bricokue 1036l Mesihasiana ¢ nojyiepskKon
CTBOJIOBbIMH  KJIETKaMH, Kak MpPaBHJo,
MPUMEHSIIOTCST TOJIBKO Y MOJIOZBIX Mallu-
eHToB (< 70 JieT) 6e3 ConyTCTBYIOLIMX 3a-
oosieBanuil. loxKu/ble MauueHTbl B BO3-
pacre 70—75 usieT, KOTOpble SIBJSIIOTCS
«(pU3HOJIOTHYECKH MOJIOABIMH», MOTYT
6J1aronoJiydyHo MPOUTH 3Ty TNpOUENypy
U MHOTJIA MPH BBICOKOH MOTHBALMH TaKKe
NepeBOSATCS B LEHTP TpaHCIJIaHTALUU.
OyHako Ha camoM Jiesie, MOCKoJbKy MM
yale BCTpeyaeTcs y MOxKHUJIbIX JIULL, BCErO
JMIIb l/3 GOJIbHBIX TIOJyJaeT BBLICOKHE
7036l MesanaHa | TPaHCTIAHTALHMIO.
ConyTerByionide  3a60JieBaHUsT  MOTYT
TaKKe TpensTCTBOBATL MPUMEHEHUIO
BBICOKHX J103 MeJihasiaHa Kak CTpaTeruu,
a HaJMuMe MOYeyHOH HEe0CTaTOUHOCTH
MOKeT TOBJIMATbL HA MeIUKAaMEHTO3HYIO
Teparnuio JieHaJUI0MUIOM, KOTOPbIH Bbl-
BOJIUTCS! Yepes MOYKH.

JlaGopatopHbie noKazatenn H reHeTHKa

B stom pasaeJie JeKMHM B OCHOBHOM
ﬂOBTOpﬂ}OTCﬂ q)aKTbl, HN3JI02KEHHBbIE
B MIPe/bIIyLIeH JEKLIHH.

@aktopsl, unnyuupyrowyme MM

Wuuuunpytoumme MM coGbiTust
0OHapyKHBAOTCs1 Y OOJIbHBIX C MOHO-
KJIOHAJIbHOH — rammanartueil  Heorpeje-
JeHHoro 3HaueHust. OjHAaKO caMHUX [0
cebe  9TUX COOBLITHH  HEJIOCTATOUYHO,
4yToObl BbI3BATb KJIHHHYECKH BbIpaKeH-
Hyto Mmuesomy. Ilpomoskaercss nouck
00bSICHEHUH MNpPOrpeccuu 10 aKTHBHOH
(opmbl 6OJIE3HH W TIOXOTO TIPOTHO3a,
CBSI3aHHOTO C TPAHCJIOKAlMSMH TEHOB
[gH.  WccnenoBanusi,  mpoBeaeHHble
B KJHHMKe Mefo, Mnokasaju, 4Tto 3TO
00YCJIOBJICHO CKJIOHHOCTBIO K T€HOMHOM
HeCTabUIBHOCTH OMYX0JIEBOTO KJIOHA MPH
MM BbicOKOro pucka 1 6oJjiee GbICTPbIM
nepexoioM K BTOPUYHBIM COOBITHSIM.
OHH BKJIIOUAIOT YIABOECHHE XPOMOCOMBI |,
JeJielyio reHa 6eska pb3 Ha XpoMocome
17, runepperyJsiuuio rena Myc, myTtauuu
reHa Ras v MyTauMd B MHOTOUHCJIEHHBIX
3BeHbsix nytH NFkB. Ilnoxoil nporHos
NpH JieJIeld reHa 6esika pb3 He Tpeojio-
JleBaeTcst JII0ObIM W3 HOBBIX Mpenaparos,
B T. Y. JIGHAJUIOMHUIOM, 6OpPTe30MHUOOM
WIM  KOMOUHHPOBAHHOH  Tepanuem,
BKJIIOUAIOLLEH TaHIEMHYIO ayTOJOTHYHYIO
nepecajky CTBOJIOBbIX KJeTOK. MyTaluu
B reHax nytt NFxB moryT ObiTh cBsI3aHbl
¢ OoJiee BBICOKOH 4acTOTOH OTBETOB Ha
MHTUOUTOPBI TPOTEACOM.

Knaccudghnkaymns puckoB npn
MHOXecTBeHHOo# muenome (mSMART)

C yuetoM ocoGeHHOCTEH, OT-
MEYEHHbIX BbIllIE€, BaXXHO pasaesieHue

NalMeHTOB HA TeHeTHYeCKHe MOITHIIbI,
KOTOpbIe 3HAYUTEJbHO OTJINYAIOTCS [0
nporHogdy u ucxomy. Haubosee ynoGHbIM
W BOCTIPOU3BOJMMBIM CITOCOOOM JIJIsl 3TOTO
apasietcss FISH-TectupoBanue. Tounoctn
MPOTrHO3a YBEJUUUBAETCSI C UCTOJb30BA-
HHEM CbIBOPOTOUHLIX 3, -MUKPOLI00y.1HHA
u JIII. B kaunuke Mefio ucnosbsyercst
mMSMART-asiroputm, KoTopblii nojpas-
JleJisieT BHOBb BbISIBJIEHHBIX MallHEHTOB
Ha rpymnny Bhicokoro pucka (25 %) mpu
Hasmunn  del(17p), t(4;14), t(14;16),
del(13), rUMOMMIIONIHOCTH, a TaKKe
C HHIEKCOM METKH TJIa3MaTHUeCKHX
knetok 3% u Gosiee, W TpyMIy cTaH-
naptHoro pucka (75 %) npu Bcex Apyrux
[UTOreHETHIECKUX aHOMAJIHsIX, BKJIIOUast
runepaunionanocts, t(11;14) u t(6;14).
JlonosiHuTebHyI0 HHGOPMALIUIO MOXKHO
noJyuuth B MIHTepHETE MO ajipecy: Www.
msmart.org.  Ilpoduib  skcnpeccun
FeHOB — CaMblil MOLIHBIHA MPOrHOCTHYE-
CKUil nokasaresb npy MM. IT1oT MeTon
BbISIBJISIET BBICOKMH DPHCK Y 14 % Becex
NalMeHTOB, 3aTparuBaeT BCe TeHeTHYe-
CKHMe HauaslbHble COOBITHS M OTpayKaeT
HaJuuue  COOBITHH,  OTpEeAeNSIONINX
Nporpeccuio, KOTOpPbE —CMOCOOGCTBYIOT
TJIOXOMY TPOTHOSY.

Bbi6op negnBugyansHoi Tepannu

Hanunuue renernuyeckux aHomasiuil
nJasMaTuyeCKnux KJIETOK B COYETaHUU
C JIETKO JAOCTYNHBbIMH  TOKa3aTeJisiMU
KpoeH  f,-mukporsnoGyauna  u - JIIT,
BO3pacT InauueHTa, COIyTCTBYlOLLHME 3a-
6OJIeBaHI/lH, pacctosinue OT 6OJIle/ILLbI,
HeO6XOLII/IMOCTb B cGope CTBOJIOBBIX
KJIeTOK — (DaKTOpPbl, KOTOpPbIE CJeIyeT
NPpUHUMATL BO BHUMaHHe MPH MPHUHATHH
WHAWBUAYAJIbHBIX TEPAneBTHYECKUX pe-
LLIEHHUH. 9TOT aJITOPUTM MHOTAA BKJIIOYAET
ornpejeJieHHble npenapaTbl U PasjHuHyIo
JJIATEJIbHOCTDL Te€paruu.

bopresomn6

[TauneHTbl ¢ jesienell Xpomoco-
Mbl 13, moJiydaioline J1eKcameTasoH,
MMEIOT MEHbIIYI0 BbIKMBAEMOCTb, 4eM
nauuentel 6e3 s1of jgeseund. I[lpen-
noJiozkeHue, 4ro OGOPTE30MUO MOXKET
HHUBEJMPOBATh TIPOTHO3 Y OOJbHBIX M3
TPYMIBl BBICOKOTO PHUCKA, MOSIBUIOCH yiKe
nocse nceaenopanus Il haswl, B koTopom
OTBET M BbIXKMBAEMOCTb GOJIbHBIX C U 6€3
Jlesleliid XpOMOCOMbI 13 OblIH MOXO0KH-
mu. B ocHoBHoM uccnenoBanuu 11 dasbl
(VISTA), cpaBuuBaBuieM  MeJiasnan
¢ 60pTe30MHOOM Y MOXKHJIBIX MAlMEHTOB
C BIEpBble JHarHoctupoBaHHoii MM,
4acToTa MOJIHBIX OTBETOB Oblia aHaJslo-
TMYHON cpeln 26 MalHeHTOB C BBICOKHM
reHeTHYeCKHM PUCKOM M 142 nmauneHTos
CO CTaHAAPTHBIM PUCKOM. DTH TPyMIIbI
TaK:Ke UMeJM OIUHAKOBOE BPEMsI JI0 TIPO-
rpeccupoBanus 1 OB. CieayeT oTMETHTD,

KIMHUYECKAA OHKOTEMATOJIOIMS



0JIHAKO, 4YTO B xoje uccienoBanns VISTA
9Ucs0  GOJBbHBIX C  [MTOTEHETHYECKHUM
npoguaeM BBICOKOr0 pHCKa OblIo He-
60JIBILIM U OTCYTCTBHE Pa3HHUIIBI B KJH-
HHYECKHX MCXOJaX MOXKET ObIThb CBSI3aHO
C HeI0CTAaTOYHbIM 00BEMOM BbIGOPKH.
B nacrosiiee Bpems anasmmaupyercst BBI1
1 OB nauuneHToB MoJioKe 65 JieT, noJy-
yarollux 4 uukaa repanuu 6opre3oMuo +
JIEKCAMETa30H, 3aTeM BbICOKHE JI03bl
MeJsidasiana ¢ nocienyoreit ayroTICK.
B orimune or uccienosanus VISTA,
naunentbl ¢ t(4;14) no-npexuemy mno-
KasbiBatoT 6osee kopotkue BBIT (25 vs
35 mec.; p = 0,006) u OB (mennana ne
nocruruyta; p = 0,003), uem y naunueH-
TOB €3 TpaHCJIOKaLHI.

CpaBHeHre COOCTBEHHOTO  OIMbITa
aBTopa MyOGJHKAlMM C  MMEIOLMMHCS
JIAHHBIMH ~ TI0Ka3blBaeT  Cjefylollee:
COOCTBEHHbIH OMNbIT HAllleH KAMHUKY aHa-
JiorHueH (hpaHIly3CKOMY B TOM, UTO Mallu-
€HTBI C BBICOKHM DPHCKOM TIO aJIFOPUTMY
mMSMART, nosyuatorine 1ukiaodocda,
60opTe3oMH6 U JEKCAMETa30H, HMEIOT
Menbluyto BBIT. Ecain cpaBuuBath Hatuu
coGCTBEHHBIE HCC/IENOBAHUS C AaHHBIMH
IFM u VISTA, kosmuectBo 103 60pTe30-
Muba pasanuHel: 16 103 B kauHnKe Mefio
u koroprax IFM 1o cpaBuennio ¢ 52
TEOPETHYECKUMH JI03aMH B XOfie HCCJIe-
nosanusi VISTA. Tlpennonaraercst, uro
60pTe30MUO MOXKET MPEooJeTh MJI0X0H
nporuo3 (4;14) TosbKO B J0JTOCPOUHOM
Tepanuu. JTUM MOXKHO OODBSCHHUTb H TO
3HAUMUTEJIbHOE YJIyUllIeHHEe HCXOMIOB Jie-
YyeHus y naiueHToB c t(4;14), o kotopom
coobmaert rpynna Little Rock, npoBomus-
masi noaiepKuBatoliyto tepanuio VRD
B TeueHue 2-JIeTHEro epuoa.

Jlenanupomng
HMmmyHomonynupyolie npenaparhl
BKJIIOUAIOT  TaJIUJIOMUN,  Ji€HAJHUJIOMUL

u nomaaugoMua. Bo Bcex 3 wuccseno-
BaHUsX, KOTOpble TIOKa3blBaIK POJb
pUCK-CTPATU(UKALMKY B OTHOLIEHWH
[aUHEHTOB, JIeYeHHbIX JIeHAJIHIOMUIOM,
pasiesieHue pe3yJbTaToB I10 TI'eHeTHYe-
CKHUM pakTopaM pucka 6blJI0 0CTaTOUHO
OYEeBUIHBLIM. JTO YACTHYHO OODBICHSIETCS
6JIaTONPUSITHBIM HUCXOJIOM Y MAallHeHTOB
¢ 3abosieBaHueM 0e3 BbICOKOTO PHCKA.
B uacTHOCTH, MPH PETPOCMIEKTUBHOM aHa-
snze 100 BHOBb BbISIBJIEHHBIX MTALIMEHTOB,
JIGYEHHDbIX WM3HAYaJIbHO JIEHAJIHIOMHIOM
W jJekcamerasoHoMm, wmeamana BBII
Oblla 3HAUUTEJILHO KOpOue B TpyIiIe
C BbICOKOH cTerneHbtlo pucka mMSMART
(18,5 vs 36,5 mec.). Cpennt MalueHTOB,
JICYEHHBIX JICHAJIUIOMUIOM KaK B T€PBOi
JVHUM, TaK W TMPH peLyirBe, HaInuue
(haKTOpOB BBLICOKOTO pHCKA CUMTAETCs
MPOrHOCTHUECKUM,  JIEHAJHIOMHI — He
npeojiosieBaeT BLICOKUH puck. C apyrout
CTOpOHBI, mauueHTel ¢ MM u3 rpynmsl
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CTAH/I@PTHOTO PHUCKA MOTYT COXpaHsTh
BBICOKOE KAuyeCTBO JKM3HM MpH 3hdek-
THBHOCTH JICHAJIHIOMHIA 1 HU3KHX J103aX
JIeKcaMeTa3oHa.

Hexanpnpartel Ha TpaHcNNaHTaLUnIo

JI7151 MOXKUJIBIX TMALHUEHTOB, KOTOPBIE
MMEIOT TsKeJble COIMyTCTBYHOLIHE 3a-
6oJieBaHUsT WJIK He XOTSAT MOIBEPraThCst
BBICOKOJIO3HON Teparnu, HHU3KHE J03bl
Mesadaiana W npenHusoson  (MP)
Mo-TIpe’KHEMY ~ OCTAlOTCS  CTaHAAPTOM
Jedyenusi. O6UIMI MHTEPeC TIPEACTaBIIeT
HabJIofIeHHe, ToKa3aBliee, YTO HUCIOJb-
30BaHHe BBICOKHX 7103 KOPTHKOCTE POUJIOB,
0co6eHHO JleKcaMeTasoHa, Kak MmpaBHJo,
MaJIOLIeHHO M MOXKeT (PaKTHUeCKH OBbITb
BPEIHBIM y TMOXMJBIX TamuentoB. Ha-
npumep, MenadanaH WM TaJHIOMHT
B KOMOWHALMK C BLICOKMMH JI03aMHU JIEK-
cameTa3oHa B 1IeJIOM MPUBOAAT K GOJIb-
ILIeMY YPOBHIO T1€pBOHAYA/IbHBIX OTBETOB,
yem MP, HO MMeIOT aHaJIOTHYHYIO HJIH
xyauryto OB n3-3a TokcuuHOCTH Tepanuu
U YBEJMUHBAIOT JIETATBHOCTD, CBSI3aHHYIO
¢ Tepanueil. Vcronb3oBaHue TOJBKO
MP, BepositHo, xyxke MP B coueranuu
C TaJMJIOMHIOM, JEHATUIOMHAOM WJH
60pTe30MHUOOM.

B cBsizu ¢ 3TMM 7 paHIOMH3HPOBAH-
nplx ucnbitanuit 11 ¢asel pacemorpenu
MP nporus MP + ranunomun (MPT),
MP + 6oprezomut (MPV) uin MP +
genanunomu (MPL). Bo Beex 3THX UMbl
Tanusix B rpyrnne MP + HoBblil ipenapar
6bi1a GoJiee BBICOKAst 4acTOTa OTBETOB,
Oosibluasi TyyOMHA peMHCCHi ¢ OoJee
yactbiMu [1O u, B GosibllIMHCTBE paborT,
yayutienne BBIT. B 3 us 5 uccnenopanuii
MPT nosbicunacs OB. Meraananus mo-
kaszaJji, yto MPT geficTBUTENBHO COCO0-
ctByet yaydiienuto OB, oco6enno korza
HU3KHE JI03bl TalMIOMHIA SPHEKTHBHDI
¥ KOIJIa JIeUeHHE TTPOJIOJIKAETCS B TeUeHHE
6osiee uTesbHOro nepuona. MPV takxke
npeBocxoauT MP kak B riane pearupona-
Hust, Tak 1 BBIT u OB. OrpannueHHoe Bo
BpeMeHu uccienoBante MPR, He noka-
3asuuee siyqityto BBIT, uem MP, necmorpst
Ha ©6oJiee BBICOKYIO TEpPBOHAYAIBLHYIO
YacTOTy OTBETOB, BEPOSITHO, OTpaKaer
yBeJIMUEHHYI0  ToKcHyHocThb.  OnHako,
korra MPR nasnauaetcsi ¢ momiep:KKoi
genanaunomuiom (MPR-R), BBIT pesko
yaydmaetcs. OB ans MPR u MPR-R
B cpaBHenuu ¢ MP noka He npoana/u-
supoBaHa. [loka HeW3BeCTHO, Kakue H3
9TUX KomOuHaumit (MPT, MPV) ayuuie,
U TI03TOMY TaKHe apTyMEHTBI, KaK MPe/Iro-
uTeHue GOJIbHBIM TepopasibHON TepanuH,
HaJM4YHe MOYEUHOH  HEIOCTAaTOUHOCTH,
HaJIMYie BBICOKOTO FeHeTHYeCKOro PHCKa,
oo6peHne peryanpyIolHX OPraHoB, B CO-
BOKYITHOCTH OTIPE/IEISTIOT BEIOOP TepariH.

B uenom an1a HekaHmuaaToB Ha
tpancryantaunio - MPT  npeBocxoant

MP u cayxut tepanueil Beibopa. [an-
Hole 0 MPR eute ananusupyioresi, u B
pPaHIOMHU3HPOBAHHOM McceIoBaHuu
ugyyator 3Hadenne MPT-T no cpas-
nenuto ¢ MPR-R. Jlns nauwenTton
C FeHEeTHUECKH BBICOKMM PHUCKOM KJIMHHKA
Meito pexomennyer MPV, nockosbKy
PaHIOMHM3UPOBAHHOE MCCJIE0BAHHE T10-
3BOJISIET MPEI0J0KHTh, YTO OOPTE30MUO
MOXKET  YJY4YlIUTL  HebJarornpusaTHoe
BJIMSIHHE BBICOKOTO PHCKA I€HEeTHYeCKHX
uaMeHeHui. [IpuBoaUTCS aNropuT™ TEpa-
MeBTHYECKOr0 MOJX0/1a ISl HEKAHUIATOB
Ha TPaHCIUIAHTALMIO B 3aBHCHMOCTH OT
TPYMIbl PUCKA.

Monogbie naynentsi

YuuTbiBasi ~ TpUBEJEHHbIE  BbIleE
JIaHHbIE, CJelyeT MOJIep:KaTh HCMOJb-
30BaHue OoprezomMuba y MAUMEHTOB
C BBICOKMM PHUCKOM. XOTSl 3TO HE MOXKeET
MOJIHOCTBIO PEOJIONIETh BLICOKHH PHCK,
HO, KakK [MpeJACTaBJseTCs, MOMKET He-
CKOJIBKO CIJIaJIUTh HeraTuBHbIEe 3(P(eKThI
t(4;14) u, B MeHblIIEH CTeNeHH, JieJelHH
Tp53. Koneuno, Mbl XoTeqn Gbl peKo-
MEHI0BaTh  BKJIoueHHe OopTezomuda
B PEXKUM JieUeHHUs /s AllHEHTOB C U3-
BECTHBIM BLICOKMM PUCKOM. J1/151 GONBHBIX
CO CTAHAAPTHBIM PHUCKOM 3a60JeBaHHs
1 XOPOLLIUM MPOTHO30M Mbl ITPEANOUUTAEM
MCMOJIb30BATh  JIEHANMIOMHUIL, WJH  TO-
cJeioBaresibHyio Tepanuio. [Ipumenenue
JIeHAJIMIOMKIA U JIeKCaMeTa3oHa MOXKET
paccmaTpuBathesl B rpynie nalueHToB
CTaHIAPTHOIO LIUTOMEHETHUECKOTO pHC-
Ka, KoTopble O0sITCs JleslaThb TpaHc-
MJIaHTaLMI0.  APryMeHToM B T10JIb3Y
9TOTO  CAYXKHT TO, YTO JICHATHAOMHUT
MPENsTCTBYET COOPY CTBOJIOBLIX KJETOK,
NPOJIO/PKUTE/ILHOCTL  Tepanuu  OrpaHu-
ueHa, TpeOyeTcsl MepepbiB B JieUueHHH
nepej MoOUIM3aLKUel CTBOJIOBbIX KI€TOK.
BaxxHo mnomuepkHyTb, UYTO Mbl MpEANo-
YUTaeM MCMOJb30BaTh BCE JOCTYMHbIE
3(eKTHBHbIE JIEKAPCTBEHHbIE CPEICTBA
Ha paHHUX CTaausx 00JIe3HH MauueHTa
HE3aBUCHMO OT MX FeHETHYECKOro pucKa,
HO TIpexkjie BCero NpuMeHsieM WHIYKLHIO
Ha ocHoBe GopTezoMn6a, KOHCOMUAALIHIO
C 11€JTbI0 JIOCTHUb TOJIHBIH OTBET U J0JITO-
CPOUHYIO TO/ICPXKUBAIOLIYIO  TePaTHio
MMMYHOMOJITUPYIOILIUMHU  TIpernapaTaMu
y MALMEHTOB C BLICOKUM PUCKOM.

Kangnpartel Ha TpaHcnnaHTaynio
CTBOJIOBbIX KIIETOK

B snoxy xumnotepanuu VAD 6buio
SICHO, 4YTO BBICOKOJI03HAs1 Tepanus MM
Obl1a  HejoCTAaTOYHA JUIsl  TMALMEHTOB
C BBICOKMM pUCKOM, Meimana BBIT nociie
TpaHCI/IaHTaLMK cocTaBasta 9—11 mec.
[Iporpecc B 3TO# TOMynsAUH GOJBHBIX
6oJibllle CBSI3aH C BBEACHHEM HMMMYHO-
MOJLyJIUPYIOLLIMX [penapatoB uiu Gopre-
3oMu0a U yITHHEHHEM NIEePHOJA JIeUCHHS,
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4eM C MCMOJIb30BAHHEM TPAHCIIaHTaLUK
Kak TakoBOM. JIeficTBUTEIbHO, COOCTBEH-
HbIIl HeJaBHUI OMBIT aBTOpa JI0K/ajla
CBUJICTEILCTBYET O pPaHHUX pelUInBax
y nauudeHToB MM ¢ BBICOKHM pPHCKOM
naxe mocye 4 6opTe3oMubCoIePIKALINX
LMKJOB MHAYKUMM W TPaHCTJIAHTALMH
CTBOJIOBBLIX KJIETOK B KayecTBe KOHCO-
Jqupauud. B To BpeMmsi Kak MCC/leloBaHHE
Total Therapy III nokasaso oT/iHuHbBIE
pesyJsibTaThbl y naunenToB ¢ t(4;14), npex-
craBJisieTcst 6osiee BEPOATHBIM, UTO ycrex
JieyeHHs: 6OPTE30MUOOM U JIeHAIMIOMH -
JIOM Jla’Ke € TaHJeMHOH TpaHCIIaHTaluuel
B 9TOH rpynne MoxkeT ObITb MeHee yJ10-
BJIE€TBOPUTENBHBIM. TakuM 06pasom, XoTs
MBI U TIPOJIOJ2KAEM HCTIOMb30BATh TPaHC-
TUIAHTALIIO JU1S1 KOHCOMTMAAIMH PEMHCCHH
B Ipynre NalleHTOB C BBICOKMM PUCKOM,
Mbl OCTOPOXKHbBI B OTHOILICHHH €€ BO3MOK-
HOCTell, U ISl STUX NMALUEHTOB B HACTOSI-
liee BpeMsl PeKOMEeH/yeM J0JIr0CPOUHYIO
HEMpPEepPbIBHYIO MOJUIEPKHUBAIOLLYIO Tepa-
nuio 1ocje TpaHCIUIAHTALMH, B MPO-
TUBHOM CJlyuyae peLUIUBbl Pa3BUBAlOTCA
BCKOpE T10¢/1e Mepecajikk, ecyi Teparus
npeKpalaeTcs.

B Hacrosiiiee BpeMsi Mbl HCTIOJIb3yeM
JICHAJMAOMMIL TIOC]e  TpaHCIIaHTalluN
U paccmartpuBaeM Jo0aBJIeHHE Ipepbl-
BUCTOrO Kypca BBeleHust OopTe3omuba
B YCJOBHSIX KJIMHHYECKHX WCIIBITAHUI.
[IpuBoauTCS aNropUTM TepaneBTHYECKO-
ro Mnojxofa /sl KaHAMIATOB Ha TpaHC-
MJIAHTALKMIO B 3aBMCHMOCTH OT TPYIIbI
pucka. AsioreHnasi TpaHcrIaHTaLus,
KakK IpaBUJI0, He MpeylaraeTcsi MoJIOAbIM
nauueHTaM ¢ BBICOKHM LHMTOreHeTHYe-
CKHMM PHCKOM B CBSI3H C HEJIOITyCTHMO Bbl-
COKOH paHHell CMepPTHOCTbIO, OOJIbLINM
YUCJIOM peaKlfil «TpaHCT/IaHTaT MPOTHB
X035IMHa» M OTCYTCTBHEM UETKOTO TJIaTO
BbDKHBAEMOCTH. BakHble paHIO0MH3UPO-
BaHHbIE HCCJIEIOBAHUSI, H3y4alOlHe POJb
MHHU-aJJIOTeHHOH TpaHCIJIaHTALUH,
OblJIM 3aBepLLUEHbl, U Pe3yJLTaTbl 0XKH-
JIAI0TCS1, HO PUCK-CTpaTH(UKALMS B 3THX
HCC/Ie/IOBAHUSIX He TIpernoaranach.

AnbTepHatnBHbie NogXo4b!
k neyexnro MM

B KkayecTBe emMHCTBEHHOrO 1ieJe-
HampaBJeHHOrO (TapreTHOTO) MOAXoa
K Tepanun MM Boicokoro pucka c t(4;14)
B HACTosIlllee BPEMsl pacCcMaTpHBaeTCs
BO3/IeiCTBHE Ha pelentop 3 daxropa
pocra ¢udpobdaactoB (FGFR3). MHuoro-
YHCJIEHHbIE KJIHHMUECKHE HCCJIe/IOBAHHUS,
u3yuaroliye MHIHOUTOPBI KHHa3bl
FGFRS3, B 7. u. II dasbl, 3aBeplieHbl WK
npozoJ/ikaiorcs. [Ipenmyiiectsa noka He
OblIM  MPOJIEMOHCTPUPOBAHBL.  Jpyrumu
MHLIEHSIMH CJIy’KaT MPOTEMHbl LHMKJIHHA
D.  Ony6aukoBaHa  AOKJIMHHYECKAs
MOZie/Ib  HU3KOMOJIEKYJISIPHOH  Teparu,
HampaB/JeHHON HA 3TH MuUIeHH. B mo-
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c/elHee  BpeMsl HAyaJocb M3ydeHHe
FeHOMHOTO MOAX0Ja K WIAEeHTH(HKALHUH
MHUIIIeHeH, omnpeaeaeHo 12 yHHKaIbHBIX
KHHAa3, KOTOpble SIBJISIIOTCS LEJbI0 TPU

MM.

BbiBogbi

[Ipornos npu MM wmoxkeT ObITb
HaWJIYdLIHM 06Pa3oM OTIpeJiesieH Nocpet-
CTBOM T€HETHUYECKHX METOJ0B, B 4acT-
Hoctu FISH-tectupoBanusi. C nomolipto
3THX METOJIOB MOYKHO BBISIBUTH GOJIbHBIX
MM ¢ BBICOKHM PHCKOM, Yy KOTOPBIX
paHHHI pPEelUMIMB M KOPOTKAasl BbDKH-
BaeMOCTb Haubosee BeposATHH. B 3Tof
rpyrie Tepanust Ha 0cHoBe OopTe3oMuba,
BO3MOXKHO, YJydlllaeT pedynabratbl. s
KaHIWIaTOB Ha TPaHCIIAHTALUIO U3
TPYMIbl BBICOKOTO pHCKA HMHIYKLHSI Ha
ocHoBe Gopre3omuba M J0JTOCPOYHAs
NojylepXKUBaloLlasi  Teparnusi  MMMYHO-
MonysATopaMu = 6opTe30MUO  TMpej-
CTaBJISieTCsl pasyMHOH. ¥ MallMeHTOB U3
TPyl CTAHAAPTHOTO WM HEHTPAJIbHOTO
PeHeTHYECKOr0 PHUCKa MOXKHO TMpejosa-
raThb JUIMTE/bHYIO BbIXKHBAeMOCTb, GoJiee
10 sner B cpeaneM. B sToil momynsmu
HHIYKIHS MOXKET TIPOBOJUTHCS JIBYyMSI
npenapaTaMmu: JeHaJIUIOMU + AeKcame-
Ta30H Wau 6oprezomMub + aekcameTasoH
(XOoTSl pexKUM M3 Tpex MpernapaToB Bce
ellle  MOXKeT JlaTh  JIONOJIHHTEJIbHOE
TMPEUMYILECTBO ), TPAHCIJIAHTALIMS HUMeeT
BCIIOMOraTe/IbHOe 3HaYeHHe, JI0JIrOCpoy -
Hasl TIOJUIepKUBAIOLAst Tepariisl He Tpe-
Gyercs. B orsimume ot apyrux omnyxodei,
WCTHHHAs TapretHas Tepanust aas MM
JI0 CHX MOp He OmnpejesieHa WK He TMpH-
3HaHa. B Gymyiiem mpeanoaaraercs, uTo
MPOUIb IKCTIPECCHH TeHOB Oy/IeT CaMbIM
BAXKHBIM HHCTPYMEHTOM JIsl OTIpesiesie-
HHUST TPOTHO3a M UTO MU3yUYeHHE OTEJIbHBIX
KMHAa3 WM 6eJIKOB LMKJANHA D BaxkHO 17151
TapreTHO Teparuu.

Tpetbst siekuust «JleueHue ocnox-
HEHUI M HETUTHYHBIX ()OPM MHEJIOMbI»
6buia mpencraBieHa M. Delforge us
YuuBepcuteTckoro rocnuransi JleBena
(Besbrus).

OcreonecTpyKiny, rumnepKalb-
MeMHsl, TIOUeYHas HEeA0CTaTOUHOCTD,
aHeMMsl ¥ BBICOKAast BOCITPHUMYHBOCTD
K MH(eKIH — HauboJjiee yacTble U HaK-
6oJiee n3BecTHble ocjokHenns MM. Ot
80 710 90 % NaLKMeHTOB HMEIOT CKeJIETHbIE
OCJIO2KHEHHSI, KOTOpble JAlOT Cepbe3Hble
TMOCJIE/ICTBHUST H CHUXKAIOT KaUeCTBO KU3HHU
(KOK). Ocreonectpykiinu 0GYyC/IOBJIEHDI
HapyluieHHeM — KOCTHOTO — PEMOJEJHPO-
BaHMsl M3-3a MOJaBJEHUs  (DYHKLHH
0cTe061aCTOB M MOBBILLIEHHST  KOCTHOI
pe3opOLUH OCTeOKMacTaMH. IDTOT JIHC-
6asaHc TIPUBOIUT K TIOTepe KOCTHOH
Macchl B BHAE JIMTMUECKHX OUYaroB HJH
nuddysHoro  ocreornoposa.  beictpoe
M COOTBETCTBYIOlllEE TeparneBTHUECKOe

BMELIATeJbCTBO ~ HUMeeT  peliaiolee
3HayeHHe JyIsl OOJIeTUeHUst CHMIITOMOB
1 TIPEIOTBPALLIECHHUS TTEPETOMOB.

bBucdocponarer (bP) no cnx mop
paccMaTpHUBAIOTCS B KauecTBE OCHOBHBIX
MpenapaToB /sl JEeUeHHsT OCTEOAECTPYK-
1ui. OHU MpeoTBpALIAIOT JasbHEeMIIYIO
Jlerpajaluio KOCTH, HO He CTUMYJIHPYIOT
06pa3oBaHUe HOBOH KOCTHOH TKaHH.
Kak k/aoapoHaT M namuipoHaT, Tak
U 30J/1e[POHOBAsT KMCJIOTA 3a1eP2KUBAIOT
M COKpallaloT MOBPEXKICHHE KOCTEH,
YTO MPUBOJMT K CHHXKEHHIO OOJIM B KO-
CTfX,  MOBLILIEHHIO ~ COMATHYECKOTO
craryca u Jayudniemy KOK. Jleuenne BP
peKoMeHyeTcsl HavyaTb ¢ MOMEHTa jaua-
THOCTHKH MHeJoMbI. [lepeHocHMoCTh HX
Xopoluas, HO MoyevyHast HeIOCTaTOYHOCTh
M OCTEOHEKPO3 YEJIOCTH SIBJSIOTCS, XOTS
U PEIKUMH, HO CEPbe3HbIMH OCJIOXKHE-
HusiMu. Bosiee uyacto onu BeTpeuatores
npy JIeYeHHH 30J1€JPOHOBOM KHCJIOTOH.
Ony6/MKoBaHbl PyKOBOJSILIME TIPHHLHUITBI
KOHCEeHCyca 10 TpouIaKkTHKe, JHa-
THOCTHKE W JIEYEHHIO 9TOTO OCJIOKHEHHS.
@akTHuecKHM ~ KOHCEHCYCOM  CJIY?KHT
orpaHuueHHe BHYTPHBEHHOTO BBEICHHS
B® exxemecsuno Ha mpoTsKeHun | uin
2 siet. Bosiee TeibHOE HCMOMb30BAHKE
MOXKeT TMOoTpeGoBaThCsl Y  OTACJbHBIX
MaLUEeHTOB C HEJOCTATOYHBIM KOHTPOJIEM
MHEJIOMbI H/HJTH €CJTH T10J1b3a OT JIeUeHHUs!
nopaKeHHsl KOCTeH TMpeBbIIAeT PHCK.
Jlo Havana JiedyeHuss TpebyeTcsi 0CMOTP
cTOMAToJIora M caHallusi MOJIOCTH prTa.
Bo Bpemsi Jjeuenus B® caenyer mo
BO3MOXKHOCTH ~ M30eraTb ~ HHBA3HBHBIX
CTOMATOJIOTHUECKUX TIPOLEyp, a €eC/u
Heo6xonumo, B® ciemyer BpemMeHHO OT-
MeHHTb. Ec/ii ocTeoHeKpo3 uesocTu Bee
JKe TIPOUCXOJIUT, TO PEKOMEHJIyeTCs Tpe-
pBath JeueHne B 1 MPogOIKUTL TOJMBLKO
nocJie TIIATEJNbHOTO B3BELINBAHUS PUCKA
1 M0JIb3bI.

Bousee riy6okoe nonnumanue narore-
He3a OCTeOJeCTPYKLHI MPOJIOKUIO MyTh
K HOBBIM NepcrekTHBam Jjeueus. OnHum
13 KJII0YeBBIX (DAKTOPOB B PETYJIHPOBAHUH
OCTEOKJIACT-0MOCPE0BAHHON Pe30pOLHH
KOCTHOH TKaHH, a TaKXkKe MOTeHIHANbHON
TeparneBTHUCCKOH MHUILIEHBIO SBJSETCS
Juranj  petientopa-aktupatopa NFkB
(RANKL). IeHocymal, MOJHOCTbIO ue-
JIOBEYECKOE MOHOKJIOHATBHOE aHTUTEJO
k RANKL, — nepcrieKTHBHbIH HOBbIIt
npenapat s JIeYeHHS  MHEJOMHbIX
ocreosiecTpykuuid. bBoprezomué u uMm-
MYHOMOJLyJIMpYyIOlllHe — Tpenapatbl  (Ta-
JIWJIOMH]L U JIEHAJHJIOMH]L) TaK:Ke MOTyT
NpensTcTBOBATh OCTEOKJIACTOTeHE3Y,
4yaCTHYHO coKpatuasi npoaykinio RANKL.

[unepkanbiyemus BBISABJISIETCS
npumepHo y 15 % nauuentos ¢ MM,
0OBIYHO COTIPOBOXKAAETCS YCKOPEHHOM
norepefl KOCTHOH MaccChl W MOXKeT
yeyryOJsiTbest HapylleHHON (yHKIHeH

KIMHUYECKAA OHKOTEMATOJIOIMS



nouek. BHyTpuBeHHoe BBeneHue b®
CJTY’KHT METOJIOM Bbi6opa TIpH THUTIEp-
KaJIbLIHEMHH, HO MOCKOJbKY HX MaKCH-
MaJIbHbIH 3(DPEKT HAa YPOBEHb KaJsbllUs
B CBLIBOPOTKE KPOBH OTMedaeTcsl yepes
2 nust uan 6oJiee, cepbe3Hasi UM CHUM-

nTomaTHueckas runepKallbluueMust
TpeOyeT [OMNOJIHUTEJbHBIX JeueOHbIX
Meponpusitii. K HUM  oTHocsTCS

BHYTPUBEHHOE BBEJCHHE H30TOHHYE-
CKOTO COJIEBOrO pacTBopa, MeTseBble
JIMYPeTHKH, ecaH TpebyeTcsl, BbICOKHE
J103bl KOPTHKOCTEPOMIOB, B KOHEYHOM
cyeTe B COYETAHHM C KaJbLUTOHHHOM.
CooTBeTCTBYIOLIHE Mepbl MOJEPIKKH
JIOJUKHBI  COMPOBOXKIATHCS  OBICTPBIM
HayaJloM IPOTHBOMHEJIOMHOH TeparHuH.

Bonb, nHmynMpoBaHHAast JUTHUECKHU-
MU ouyaramu, rnaTtoJIorHyeckue nepesiombl
WM MeXaHHYeCKoe CIaBJEHHE M/1a3MOo-
uuTomoii nopazkaet 60—80 % NalHeHTOB
MM u cuuraercss OCHOBHOH MpPHUUMHON
YXYALICHHsT ~ COMAaTHYECKOro — craryca.
[Tapatieramos 06b1MHO He o4eHb 3hdek-
tuBeH. HIIBC Heo6xomnMo NpuUMeHATb
KpaiiHe OCTOPOXKHO y MalUEeHTOB C I10-
paxkeHueM rnouek. [TosTomMy y HeKOTOPbBIX
60s1bHbIX MM TpebyeTcst UCoJb30BaHHE
JIETKMX MJH  CHJIBHBIX OTHOMJIOB ISt
JIOCTATOUHOTO KOHTpOJsi  Gosu. Takoi
MHCTPYMEHT, KaK BU3yaJlbHasl aHAJ10Ir0Bast
11IKaJ1a, MOXKET MOMOYb ONTHMH3HPOBATDH
00e360/IMBaHHE Y KaXJI0ro KOHKpeT-
HOoro nauueHra. Kpome Toro, KocTHble
ouard, HeJ0CTaTOYHO pearupylolile Ha
aHaJIbFeTHKH, MOTYT ObITb JIOKaJIbHO 00-
JydeHbl. [lpyrue rokasanusi K Jy4eBoi
Tepanuu BKJIOYAIOT YrpoXKaloOUMA MK
(hakTHUECKHI MaTOJNOTHUECKUH MepesioM,
KOMIIPECCHIO CITMHHOIO MO3ra IJ1a3MOLU -
TOMOW HJIH COJIMTAPHON MJIa3MOLIUTOMOH.
JlydeBast Tepanusi He yBesIMYHBAET MPOU-
HOCTb KOCTEH, W CTOHKOEe MOBpexKjieHHe
KOCTHOTO M0O3ra B 00Jly4eHHbIX 00J1acTsIX
OCTAETCsl MOXKU3HEHHO.

B nonosHeHue K Jiy4eBOil Tepanuu
JUIsT IGKOMITPECCHM  CITMHHOTO ~ MO3ra
MOXKET NOTpeOOBaTLCS  XHPYpruuecKoe
BMELLATE/bCTBO /IS MPOPUIAKTHIECKOH
cTabu/IM3allMk  HEeMHHYyeMOro  repe-
JoMa Wi Qukcauuu o6JOMKOB KOCTH.
M3-3a «1n/10X0ro Kayectsa» KOCTH H CO-
MYTCTBYIOLMX 3a00J1€BaHUH  MALKUEHTbI
¢ MM — He JsiydlllMe KaHAuIATHl JJist
XUPYPrHUeCKHX METOJ0B, B T. 4. upec-
KOXKHOH BepTeOporiacTuku M 0OaJlJloH-
HOll kucoracTUKH. B To Bpems Kak
YpecKoxKHasi BepTeOpOIIacTHKa MOXKeT
MPUBECTH K HeMeJIeHHOMY 00JleryeHHIo
60J11 U YBEJHUCHHIO CTOHKOCTH TeJ1a M0-
3BOHKA, OHA HE BOCCTAHABJIMBACT BbICOTDI
Tesla T03BOHKA M MOXKET OCJOXKHHTLCA
BBIXOJIOM KOCTHOTO LleMeHTa 3a Npejesibl
no3sonka. CoBceM HelaBHO B KayecTBe
0e30MacHON asbTePHATHBbl C MEHbLIUM
PHUCKOM 3KCTpaBa3allMM LieMeHTa W BO3-
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MOKHOCTBIO ~ BOCCTAHOBJIEHHSI  BBICOTHI
CJIOMAHHOTO T103BOHKa Oblia BBeieHA
6assonHast KudoriacTuka.

lloye4nan HeJOCTaTOYHOCTD

[pu juarnose MM okosio 25 %
60JILHBIX UMEIOT YPOBEHb ChIBOPOTOUHOTO
KpeaTHHHHa Gojee 2 mr/mi u 10% —
TSKEJIYIO TOYEUHYI0 HeJ0CTAaTOYHOCTD,
Tpebytollyio nuanusa. llatorenesd mo-
YeUHOH HeJ0CTAaTOYHOCTH [PH MHeJoMe
SBJISIETCST MHOTO(aKTOPHBIM M CBsi3aH
MPEe2K/E BCEro C Ype3MEPHON MPOAYKLIHEH
He()POTOKCHYHBIX JIETKMX Lenel, BbI-
3bIBAIOIIMX  TOBpEXKAECHHE KaHAJbIEB
u Hedponaruio. [Toueynast auchyHKIHs
MOKET yCyry6msiTbesl 06€3BOKHUBAHUEM,
TMOBBILIEHHOH BSI3KOCTBIO, THIEPKAJb-
LMeMHell ¥ TNpUMeHeHHeM He(pPOTOK-
cUYecKux npenapatoB. Kpome Toro,
NoBpeK/IeHne KIyOGOoUuKOB, BbI3blBalollee
HECEJIEKTUBHYIO TPOTEUHYPHIO  MOXKET
OCJIO2KHUTBCSI aMUJIOUI030M, GOJIE€3HbIO
orsioxkenust  Jgierkux  uenei  (BOJILL).
B orumuue or AL-amusounosa BOJILL
Xapakrepuayetrcss  HeUOPUIISAPHBIMHA
KJTy6OYKOBBIMH JICTIO3UTAMH, B OCHOBHOM
NP H30THUTIE K-TapanpoTerHa y maiyeH-
TOB MOKET OBICTPO PA3BHUBATBLCS TMOYEU-
Has HeJOCTATOYHOCThb. [IproGpeTeHHbIl
cunapom PaHkoHM MoxKeT OBITb elle
OJIHUM HEOObIYHBIM HayasoM [OYEYHON
Npe3eHTallud MHEJOMbI, KOTrja Jerkue
LleNy HapyLIaloT MeMOpPaHHbIH TPaHCIOPT
B KJETKax MPOKCUMaJbHbIX KaHaJblEB,
BbI3bIBas! [VIIOKO3YPHIO, aMUHOALMILYPHIO,
runococaTeMUIo U THTOYPHKEMHIO.

[ToueuHast HeLOCTATOYHOCTb IPH
MM cBsizaHa ¢ yBeJiMUEHHEM paHHeH
cmeprHocTH. [ToaneprkuBaroniee JeyeHne
MOYEUHOH HEI0CTATOUHOCTH COCTOUT M3
a/IeKBaTHOM TUpaTalliH, Je4eHHs TUTep-
KaJbLIUEMHUH, €CJIH UMEETCS, UCKJTIOUEHHUS
MOTeHUHAbHBIX He(POTOKCHUECKHUX
npenapatoB, takux kak HITBC, amuHo-
NJIMKO3W/Ibl W BHYTPUBEHHBIH KOHTpPACT.
[Toueunasi nucyHKUUA Takke TpebyeTr
n3MeHeHus 1036l b®. YeM BhillIe cTemneHb
MOYeyHOH HeLO0CTATOYHOCTH, TeM HHKe
BEPOSITHOCTb T1OJIHOTO  BOCCTAHOBJIEHHSI
MoYeyHoN (DYHKIHH. DTO MOTIepPKUBAET
BaXKHOCTb CKOPEHIIET0 BLICOKOIPPeK-
THBHOTO MPOTHBOMHENOMHOTO JICYEHHSI.
[Taunentam ¢ MM u noveuHoil HeocTa-
TOUHOCTBIO TPAJMIIMOHHO Ha3HAYa/lach
cxema VAD. Tanupomupn He BBbIBOIMTCS
NoyKamH, U CoKpalleHue j103bl He Tpeby-
€Tcsl, OJIHAKO OTCYTCTBHE CYlLIECTBEHHBIX
JIAHHBIX O JIEUeHUU TAJUIOMHUIOM Mallu-
€HTOB C [0YeUHOH HeI0CTATOYHOCThIO
TpeOyeT OCTOPOXKHOCTH BBHY BO3MOXK-
HbIX  MOOOYHBIX  HEremMaroJoruyecKux
sthdekroB. Hanpotus, JeHaIHIOMHU]
BBIBOJIUTCS TTOYKAMH, ¥ HEOOXOAMMO CHHU-
JKEHHE J103bl B 3aBUCHMOCTH OT KJHpeHca
KpeaTHHUHA, 4TOObl U30eKaTb U30bITOU-

HOM  reMaToJIorM4eCKOd  TOKCHUHOCTH.
Metabonusm GoprezomMuba He 3aBUCHUT
OT KJHMpeHCa KpeaTHMHHWHA, U HECKOJIbKO
HCCIe/IoBaHui 0Ka3ano ero spgexTs-
HOCTb y MALUEHTOB C TSXKEJOH MOYeHHOH
HEJIOCTATOYHOCTbIO 6€3 A0MOJIHUTENLHOH
TOKCHYHOCTH. [loMuMO OblCTpOro CHU-
JKEHHSI KOHUEHTPALUMH TOKCHUHbBIX MOHO-
KJIOHAJIbHBIX JIETKHUX Lierneid 6opTe3oMuo
TakKe  YMEHbIAeT  OIMOCpeloBaHHOE
NFkB BocnaJsienue noueuyHblx KaHa/bLieB.
CJieioBaTe/IbHO, HCIIOJIb30BAHUE PEXKHU-
MOB Ha 0CHOBe 60pTe30MHOa MOKET ObITh
PEKOMEH/IOBAHO B KauecTBEe TepamneBTH-
YecKOH cTpaTerny BbIGOpa y MalHeHTOB
C MOYEeYHOH HE0CTATOUHOCTDIO.

B nonosmHenne K aHTHUMHENIOMHOMY
JICUCHHIO MPHUMEHSIIOTCST JIOTIOJHUTE/IbHBIE
MeXaHH4yecKHe MPOLEIypbl C LeJIblo yCTpa-
HUTb He()POTOKCHUYECKHE JIeTKHe LEMH.
Posb  nuiazmooOMeHa J/is1  COKpallleHUs!
KOHLIEHTpALMK JIETKUX Lerned 0 CUX Mop
0CTaeTCs1 CIOPHOK U3-3a €ro MPeUMYyLLLECTB,
OCHOBAHHbBIX Ha MHEHHM HCCJeoBaTeel,
a He Ha MPOCTEKTUBHBIX PAHIOMHU3HPOBAH-
HBIX HMCCefoBaHusAX. B mocsennee Bpems
crienanbHble TeMOAHATU3HbIC MeMOpPaHbI
(high cut-off membranes) mnsi ynanenus
LMPKYJIMPYIOLLMX  JIETKMX — Lieredl  Obliu
pa3paboTaHbl U peasM30BaHbl B POMbILLI-
JieHHocTH. [IpocrneKTHBHbIE paHIOMHU3HPO-
BaHHbIE UCTILITAHUS TTPOLOJIKAIOTCS, YTOObI
OUEHHTb, OKaXKYyT JIM 3TH MeMOpaHbl B CO-
YeTaHuu ¢ 60PTE30MUOOM JIOMOJHUTENBHOE
noco6ue Mo BOCCTAHOBJIEHHIO TMOYEUHOH
(hyHKIHH.

Unehexyns

[Tamentsr ¢ MM 3HAUUTEJBLHO
UMMYHOKOMIIDOMETHPOBAHbl M HMEIOT
TMOBBILIEHHBIH PUCK PA3BUTHST HHDEKIUH,
CJy’KallMX OJHOH M3 OCHOBHBIX IIpH-
UMH ~ CMepTHOCTH. BocmpunmunBocTb
K MH(EKIHH 00yC/IOB/IEeHA NPEXK/Ee BCEro
CHIJKECHHEM CHHTEe3a [OJIHKJIOHAIBbHBIX
UMMYHOIJIOOYJIHHOB, — pexKe HeHTpore-
Hueld win T-kneTouHo# JmMdorneHuei.
[Tozkuoit Bo3pact 6OJBHBIX ¢ MUEJIOMOH
M CcomyTCTByloLME 3a00J/1eBaHus, T110-
yeyHasi  HeJOCTATOYHOCTb  MOBbILLIAIOT
5T0T puck. He ToJbKO XuMHOTEpanusi
U JIeKCaMeTa30H, HO U HOBble I1peraparsbl
(60opTe3oMnd W JIEHAJMIOMHA) MOTYT
yXyAllaTb MMMYHHBIH CTaTyC MallHeHTa.
Bosee Toro, HoBble mpenapatsl M03BO-
JISIIOT TalMeHTaM KUTb J0Jiblie ¢ 6oJ1e3-
HbIO, YTO YBEJMUYMBAET MOTEHLHAJBHbIN
PHUCK J1/151 COBOKYITHOH HMMYHOCYTIPECCHH.
[THeBMOHHS, MH(EKLHUY MOUEBbIX MyTeil
M cerncuc HauboJsiee pacrpocTpaHeHHbIe
oc/I02KHeHHUsT. PucK HHbeKIMi caMblii Bbl-
COKHII Ha MOMEHT MOCTAHOBKH JIMarHosa
U B peuuauBe, KOraa umeercst 0oJibLLast
OIyxoJieBasl Macca, M B XOle MepBoi
HeJle 1M JIeUeHHs], a TaKkKe y MalHeHTOB
C MOYEeYHOH HeI0CTaTOuHOCTbio. Kinnu-
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yecKast OCBEJIOMJIEHHOCTb Bpavel o Mue-
JIoMe MMeeT TMepBocTerneHHoe 3HaueHHe,
T. K. THNHYHbIE KJIHHMYECKHE TPH3HAKH
MH(EKINH MOTYT OGBITh CMa3aHbl BBICOKH -
MH J03aMH JIeKCaMeTa3oHa ¥ CMEPTHOCTD
oT uHdekunit mpp MM BbIcoKas.

JltoGble moso3peHnst Ha HHQEKIHIO
TpeGYlT  CKOpeillllero  MpUMEHEHHsI
aHTHOUOTHKOB, BO3MOKHO, B COUYETAHHH
C TpaHyJOLHUTAPHBIM KOJIOHHECTHUMYJIH-
pylolM (hakTopoM TpH HEHTPONeHHH.
Bakuunauust nporus  S. pneumoniae
v H. influenzae MoXeT UCIIOJIb30BATHCS,
HO OTBETBbl YacTo ObIBAIOT HEMOJHBIMH.
Hpyrue mnpodusakTHieckne CTpaTernu
BKJIIOYAaIOT ~ BPEMEHHOE  HCMOJb30Ba-
HHe  aHTHOHOTHKOB  ((PTOPXMHOMOHBI,
TpuMeTonpum/cyabhameTokcason)
y MalHeHTOB C BLICOKHM YPOBHEM PHCKA.
Exxemecsiutble BHyTpHBeHHble HH(Y3HH
ummyHorso6yuna (0,4 r/kr) noxasanm
11e/1€c006pa3HOCTb B MPeIOTBpaLlleHHH
cepbesHblX HHGEKUMH BO BpeMmsi (asbl
MJ1aTo. YUUTHIBAsl BBICOKYIO CTOHMOCTb
TaKoro JieueHHsl, OHO JI0/KHO pe3epBHPO-
BaThCsl JL/I51 NALMEHTOB C HU3KKM YPOBHEM
nosukaonaneioro IgG B cbiBopoTKe
W PEUUAMBUPYIOLIIUMH WM CEPbe3HBIMH
MHMEKIUSIMU, HECMOTPsT Ha TPUBUBKH
M mpodunakTHyeckoe — HasHaueHHe
aHTHOMOTHKOB. JlyMTesqbHAs  HMMYHO-
CYNpeccHsi MOXKeT YBEJIHUHTb PUCK BO3-
HUKHOBEHHS] TPHOKOBBIX H  BHPYCHbIX
MH(EKIUMi, KaK NPaBHJIO He CBSI3aHHbIX
¢ muesiomoit. Kpome Ttoro, peaxktuBaius
BUpYyca varicella zoster Ciy)KUT yacTbIM
OCJIO’)KHEHHEM  JIeueHHsl Ha  OCHOBe
6opresomuba u TpebyeT TMPOPUIAKTHKH
MPOTHBOBHPYCHBIMH MTpenapaTamy.
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Anemus

B ormune ot HelTponeHuu
U TPOMOOLMTONEHHH aHEMHsl Xapak-
TepHa a1 MM u  oOHapy:KuBaetcs
y 20—60 % BHOBL BbIBJCHHBLIX MaLH-
eHToB. [laToreHes anemuu npu MuesOMe
MHOTO(AKTOPHBIH U B MEPBYIO OUepesb
3aBUCHUT OT MOpPaKeHUs] KOCTHOTO MO3ra
3J10Ka4eCTBEHHBIMH MJ1a3MOLIUTAMH, MPO-
JIYKLHH TTPOBOCHA/IUTE/bHBIX LIHTOKUHOB,
(hyHKIMOHAJIbHOTO  lehHIMTa  »KeJje3a
U CHWXEHHSI YPOBHSI 3IPHUTPONOITHHA.
B nonosHeHne K yTOMJISIEeMOCTH W (pU-
3MuecKod ¢1aboCTH aHeMHsl CHHKaeT
KOTHUTHBHBIE (PYHKIHH H OTPHLATEJBHO
BJIHSIET HA 00lllee CAMOUYBCTBHE.

DPUTPOTIOI3CTUMYJIUPYIOLIHE  TIpe-
napatel (DCII) MoryT yBesMuuTh KOH-
LEHTPALMIO TeMOTJIOOHHA U YMEHbUIUTD
noTpeGHOCTD B TeMOTPAHC(Y3HSIX U yJIyu-
wator KJK. [ToporoBeiii ypoBeHb remo-
rao6uHa st Hauada npuMmenenust DCII
cocrasgsier 10—11 r/u1, a ux HasHaueHue
JIOJZKHO COMPOBOXKAATBCS  J106aBJAeHHEM
JKeJsieaa y MalueHTOB ¢ (PyHKIIMOHATIBHON
€ro HelocTaToyHOCTblo. B mnocsennee
BpeMsi TepBOHAYaJNbHBIH 3HTY3HA3M O
nosopy npumenenust ICIT npu anemuu
3J10KaY€CTBEHHbBIX OTYX0J1eH YMEHbIIHICS
B CBSI3U C PACTYLLUUM OeCIOKOACTBOM IO
MOBOJy MOGOUHBIX 3((EKTOB U MOTEHLIH-
aJbHbIM HEraTMBHbIM BO3JIEHCTBHEM Ha
OB. Ho B otHomienun MM HeT HUKaKHUX
JIOKa3aTeIbeTB, UTo Hernodib3oBanue DCI
MOKeT 0Ka3aTb Kakoe-JuOO0 BJUsIHHE Ha
nexos 3a60J1eBaHUs! [IPH YCJIOBHM, UTO 3TH
CPEJICTBA HCIOJIb3YIOTCSl B COOTBETCTBUH
C 3aperuCTpUPOBAHHBIMU MOKA3aHUSIMH.
Hecmorpsi Ha HekoTOpylo mepBoHa-

4aJIbHYI0 06eCMOKOCHHOCTb yBeJHUeHHEM
pHCKAa BEHO3HBIX TPOMOG0IMOOJMI TpH
ucnonbzosanun  DCIT B KomMGHMHALMH
C HUMMYHOMOJIYJHPYIOIIUMH TIpernapaTta-
MH, TAaKUMH KaK JIEeHAJTHAOMUIL, STOT PUCK
HE KayKeTCsl 3HAUYMTENBHO TOBBILIEHHBIM
npu HamnexateM ucnosnbzoBanun JCIIT
U COOTBETCTBYWOLIEH  MpouiakTuke
TpoMOO30B.

Wuorga GoJibHbIE ¢ MHEJIOMOH He
uUMeloT TUNHYHBbIX KputepueB CRAB
(runepkajblHeMHus, MoyeyHasi HejocTa-
TOYHOCTb, aHEMHSI, OCTEOECTPYKLHH ), HO
UMEIOT HeOObIYHbIe CUMIITOMbBI, 00YCJI0B-
JICHHbIe OCHOBHBIM 3aboJjieBaHHEM. JTa
KJAMHHYECKas KapTHHA MOXKeT OBICTPO
WM MEUICHHO TIPOrPecCcHpoBaTh, OBITH
SIBHOW MJIM CKPBITOH, @ HEKOTOPbIE U3 3THX
MPU3HAKOB MOTYT OOHApYy:KMBATbCsl MPH
JIPYTHX NapanpoTerHeMHUsIX.

Jlanee B JIeKLMH KPATKO NPUBOJATCS
COBPEMEHHbIE MPECTaBJeHHs O M11a3MO-
LUTOME, [J1a3MOLUTAPHOM JieiiKo3e, CHH-
JIPOMe THIIEPBSI3KOCTH, TeprdepriecKoil
HellponaTHH U aMHJIOUI03e.

Jleuenne CHMNTOMOB, CBSI3AHHBIX
C MHEJIOMOH, 3HAYUTEJBHO YJIyULIHIOCH
3a TocJIeiHIe TObl. DTO, TIPEKIE BCEro,
CBSI3aHO C TMPOrpeccoM B TOACPKH-
BAIOLIEM JIEYeHHH, a TaKKe C HaJuiueM
HOBbIX mpenapatoB. Hcnosnb3oBanue
BLICOKOAKTUBHBIX ~ MTPOTHBOMHEJIOMHBIX
CPEJICTB T103BOJIMJIO 3HAYHTEJBLHO YyBe-
JIMUUTD MPOJIOJIKUTEJLHOCTh JKU3HU MNa-
uuenTtoB. [IpoTHBOMHeJOMHOE JleueHHe
B COYETAHMM C XOpollell MojjiepKUBato-
uiefl Tepanuell MOXKeT MNPHOCTAHOBHTD
OCJIO’KHEHHS] U MAKCHMaJIbHO COXPAHHTD
KOK naumnenros.
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