lpunoxeHue

curapomoM banna—Kuapu u y 13 (65%) u3 20 ¢ tpombo3amu
BHerne4eHo4YHOo# Jokamu3aumu. Y 9 (33%) GONbHBIX BBISBUIM
JIUIIb MUHUMAJIbHBIC MPU3HAKK MHUEJIONPOIH(EepaTHBHOTO 3a-
OosieBanuA. Y 4 GONBHBIX JJaKe [IPU PETPOCIIEKTHBHOM aHAJIN3E
HUKaKHX JIaHHBIX B MOJIb3Yy pa3BUTUsi MII3 BBISIBUTH HE yIaIoCh.
TIponopuus 60bHBIX ¢ qrarHo3oM MII3 mo GHOICHU KOCTHOTO
Mo3ra 0e3 MOATBEPKACHHON TPOMOO(DHINN Ha CKDHHUHTE COCTa-
Buna 17 (74%) u3 23 1o CpaBHEHHUIO C JAaHHBIMU 00CIIEI0BAHHS
O0NBHBIX ¢ TpoMOodmIHei —y 6 (26,6%) n3 23. Y 20 (87%) u3
23 OompHBIX ¢ nuarHozom MII3 mo Owomncuu KOCTHOTO MO3ra
BbIsiBlIeHa MyTanus VO17F rena Jak2, 4To 3HaYMTENBHO BHIIIE,
4YeM B rpynrme OOJbHBIX 0€3 THCTOJOTHUECKOTO MOATBEPIKIACHUS
MII3 -y 1 (25%) u3 4.V 21 60515HOTO NO3UTUBHOT'O IO MyTALIUU
V617F rena Jak2, rae rucToI0THYECKOE HCCIIEOBAHUE KOCTHOIO

OBLIO JOCTYIHO, TOJIBKO Y 1 G0sbHOTO B OHONTaTe KOCTHOTO MO3-
ra orcyTcTBoBaN npu3Haku MII3, uto npeamnonaraet BHICOKYIO
qyBCTBUTEIHFHOCTh THCTOJIOTMYECKOTO METOa B JHArHOCTHKE
MII3 - 95,2%.

3aknrwuenue. Myrauus V617F rena Jak2 — HajgexHblil MO-
JIEKYJISIpHBIA MapKkep OOJe3HM U JOJDKEH PacCMaTpPHBATHCS Kak
MePBBIil AUATHOCTHYESCKUI TECT MUETIONPONU(pEpaTHBHOTO 3a00-
JIeBaHus, eOIOTHPYIOLIETO ¢ TPOMOO30B BEH MOPTAIILHOMN CHUCTe-
MBI (87% ot Bcex caydaeB cpenu MII3). Hamnume naTeHTHBIX
(cxppiThIX) hopm MII3, y 60onbHBIX ¢ TPOMOO3aMH BEH BHYTPEH-
HUX OPraHOB IPU OTCYTCTBHH Pa3BEPHYTHIX KIMHUYECKUX M Te-
MAaTOJIOTHYECKHUX MPU3HAKOB, IHATHOCTHPYETCS] MPHCYTCTBUEM
MyTaHTHOH Jak2V617F n/uiau ycTaHOBIEHHBIM JUArHO30M IO
OHOIICHU KOCTHOTO MO3ra.

Ponb TpaHcdy3uu rpaHynounToB Yy AeTell, 60/bHbIX OCTPbIM MUENONAHbIM NIeIKO30M
B.C. HemunposueHko, A.B. MNona, N.C. Jonrononos, [J1. MeHTKeBNY
HWW petckom oHKonornm n rematonorny POCCMMCKOro OHKONOrMYeCKoro Hay4yHoro LeHTtpa um. H.H. bnoxnHa PAMH, Mocksa

Beeoenue. Tsoxenas HEUTPOINEHUS SIBISETCS CEPbE3HBIM
OCIIOKHEHHEM XHMHuoTepanuu. JlokazaHa mpsiMasi B3anMOC-
BSI3b MEXK/Y CTEICHbIO HEHTPOTICHUN U PUCKOM Pa3BUTHSI UH-
(dexkuuii. Tepanust ocTporo MuenounHoro jeikoza (OMJI) co-
NpsDKeHa ¢ [UTHTEIBHON HeWTPONeHUEH mociie HHAYKIMOHHOM
TepaIny, 9TO CHOCOOCTBYET PA3BUTHIO TSKEIBIX UHOEKIHA,
OPUBOIAIINX K YBEIMUCHHIO WHIYKIMOHHOW CMEPTHOCTH.
Tpancdysus rpanynonutoB (TI') oT 310pOBBIX POACTBEHHBIX
JIOHOPOB TMOMOTaeT CHPAaBUTHCSH ¢ MHPEKIUOHHBIMU OCIIOXK-
HEHUsIMH. Taxoke Mbl BBICKAa3alIM MPEINOI0KEHHUE O BO3MOXK-
HOCTH Pa3BHTHS PEAKUUHU TPAHCIUIAHTAHT MPOTHB JICHKEMUH
Opy TPAHCPY3UH TAIUIOMICHTHYHBIX KIETOK PEHUIUCHTY IS
yBeJINYECHUS O0e3peUUANBHOI BBDKMBAEMOCTH Y JaHHOM KaTe-
ropuu OOJBHBIX.

Mamepuanvt u memoowt. IIpocnieKTUBHO OBUIO IpoaHa-
JTU3UPOBAHO 36 OOJILHBIX C BIIEPBHIC YCTAHOBJICHHBIM IHArHO-
3om OMJI B Bo3pacTe or 2 Mec A0 16 JeT, MOoTyunuBIINX Kypc
UHIIYKIIMOHHOW Tepanuu. [laieHTsl ObUTH pa3jiesieHbl Ha JIBE
rpynmnst: 12 (46,15%) nonyumnn TI' ¢ aHTUMHKpPOOHOH Tepa-
mueit, 24 (53,85%) — moxydvanau TOJIHKO aHTUMHKPOOHYIO Tepa-
0. M3 MHPEKIMOHHBIX OCIOKHEHHH B MEPBOil TpyIne Obun
JVarHOCTUPOBAHBI: MHEBMOHUS — y 6 (50%) OONBHBIX, MTHEB-
MOHHUSI ¥ OOHApy)KeHHE ITaTOreHHON MHUKPOGIIOpH pu OakTe-
PHOJIOTHYECKOM HCCIIeZIOBaHUU 00pa3zoB KpoBu —y 2 (16,7%),
IIHEBMOHHUSI M HeWTpomedeckuid sHTepokomutr — y 1 (8,3%),
rpubKkoBoe mopaxeHnue mneueHd u poct Candida albicans w3
kpoBu —y 1 (8,3%), uHQEKLNOHHOE NOPAXKEHUE MATKUX TKa-
Heit —y 1 (8,3%) u 1 pebenky (8,3%) Obuta mpoBefeHa Mpo-
¢unakruueckas TT. Bo Bropoit rpynme: ¢peOpuiibHas HEHTpO-

nerus — y 15 (62,5%) GonpHbiX, mHeBMOHUS — Yy 3 (12,5%),
HEUTpONeHUYeCKUi dHTepoKonuT — y 2 (8,3%), nHeBMOHUS U
Helrponeueckuii 3uTepokonutr —y 1 (4,2%), coueranue nHeB-
MoHuu u obHapyxxenue Candida famate u3 xposu —y 1 (4,2%),
MH(EKINOHHOE MOopaKeHne MITKUX TKaHerd —y 1 (4,2%) 60mb-
HbIX (p = 0,012). Tpancdy3uro rpaHylIOUUTOB NPOBOJUIN U3
pacuera 0,8-2,8 x 10°1 Ha 1 Xr Maccel Tena penunuenTa. He
BBISIBJICHO CTaTHCTUYECKU 3HAUUMBIX Pa3JInuuH CPeIr IPyI B
FAB Bapuantax OMIJIL, nomny, Bo3zpacty. B nepBoii rpynmne 00ib-
HBIX: 8 (66,7%) *UBBI B TOJIHOH pemuccu, y 3 (25%) pazBuics
peunaus 3aboneBanust u 1 (8,3%) ymep ot penHpexunu (cpen-
Hsis TPOJOJDKUTENBHOCTH HabmoneHus 18,8 mec). Bo Bropoii
rpy1mme uBbl — 15 (62,5%), yMepiau OT IpOrpecCUpOBaHUS WIH
peunauBa OMJL 9 (37,5%), cmepTHOCTH OT MH()EKIMOHHOTO
mpolecca He OblIo (CpenHssl NPOAODKUTENLHOCTh HaOIIoIe-
Hus 28,9 mec; p = 0,3). JIIUTEIbHOCTh HEHTPONICHUH B TIEPBOMA
rpynmne coctaBuna 34,3 + 3,1 nusa, Bo Bropoit 31,8 + 1,9 mus.
[IpomomKUTEN HOCTh aHTHOAKTEPUATBHON TEpalluu COCTaBH-
na 29,5 = 1,9 aueid, y 001bHBIX KOTOpBIM He npoBojwiu TT, u
34,1 £ 8,5 mueit y momyuasmmx TT (p = 0,49). nurensHOCTH
MIPOTUBOTPUOKOBOI Tepanuu y 1eTeid, KOTOPHIM He IepesnBaIn
TPaHyJIOLUTHI, cocTaBuia B cpeaueM 21,8 £ 2.3 nus u 29,5 + 9,4
nHel nporuBorpuoOkoBoii (p = 0,32).

3akniouenue. TI' MOXHO paccMaTpUBaTh Kak JIOHOJIHU-
TEJIBHYIO MEpY HPH TKENbIX MHOEKIMOHHBIX OCIOKHEHHUSIX Y
OOJIBHBIX C JUTUTEIBHON HEHTPONEHUEW, KOTOPhIe He OTBEYAIOT
Ha aHTUMUKPOOHYIO Tepanuto. [IpeaBapurenbHbie TaHHBIE CBU-
JIETEJILCTBYIOT 00 yIy4IlIeHUH Oe3peLIMBHON BEDKUBAEMOCTH B
rpymre, nonyuuBmmx TT, Ho manHbIe He 3HaYMMEI (p = 0,3).

JleueHune ponnukynapHon numeombi: 10-neTHUI ONbIT
E.C. HectepoBa, C.K. KpaBueHko, J.I. TempxsH, A.Y. MaromefoBa, N.b. KannaHckas, A.M. KospuruHa, E.A. bapsax, A.M. KpemeHeukas
OIBY lemaTtonornyeckuni HayuHblii LeHTp MuH3gpascoupassuTma Poccun, Mockea

Beeoenue. ©omnukynspHas iuMmpoma (DJI) nanbomnee ya-
CTO BCTpedaromascs JUMQOHIHAS OMyXOJlb, COCTABISIONIAS
35% ot Becex mumddornponudepaTuBHbix 3a0oneBanuii B CIIA u
10 22% B Mupe. 3a0oneBaHne XapaKTepU3YyeTCs AIUTEIbHBIM,
MOCTOSTHHO PEIUANBUPYIOMNM TEUCHHEM H BapHAOCIBEHOCTHIO
1o o0uiei BbDKUBaeMOCTH. TaKkTHKa BeleHHs OOIbHBIX Bapby-
pyer oT HaOroaeHus Oe3 Tepanuu 0 BBICOKOA03HOH XUMHUOTE-
paIiy ¢ HOCIIeAyIomeH TpaHCIIaHTaueil CTBOJIOBEIX KIETOK
kpoBH (ayro-TCKK) min TpaHcmiaHTanuei KJI€TOK KOCTHOTO
mosra (amwio-TKKM). B nensx MHIAYKIHH peMHUCCHH Haubo-
Jiee YacTO MPUMEHSIIOT KyPChl XUMHOTEPAIHHU MO MPOrpaMMam
R-CHOP, R-CVP, R-F(M)C. Llenbsio naHHO# pa®oOTHI SBISET-
Csl PETPOCIIEKTUBHBIN aHaJIN3 Pe3yJbTaToOB JIEUYSHHST OOJIBHBIX
B I'emaronoruyeckoM Hay4HOM LeHTpe 3a nepuon ¢ 2001 mo
2011 .

Mamepuansl u memoost. [Ipoananu3npoBaHbl pe3yabTaThl
tepanuu 82 6osbHBIX DJI — 34 myxunnsl (41%) u 48 xeHIUH
(59%) B Bo3pacre ot 27 no 83 et (MenuaHa Bozpacta 53 roja).
ITo kputepusm FLIPI Bcex GOMBHBIX pa3feinig Ha TPU IPyI-
nel: B 1-ii rpynne pucka — 28 (34%) GonbHBIX, BO 2-if — 15
(18%), B 3-11 — 39 (48%). Y 14 (17%) GonbubIX | nurTonoru-
geckast rpagauus ®JI, y 40 (49%) — 11, y 28 (34%) — 1IIA/B.
WupykuuoHHbIe Kypchl poBogunu 1no nporpammam R-CHOP,
R-CVP, R-F(M)C. B paboTe ucrnoiab30BaH aHAIU3 BEIKHBAEMO-
ctu o metoay Karutana—Metiepa. [Ipu pacuere o6mieii (OB) u
6eccobpiTuiinoit (bCB) BbpkHBaeMocTel (B OCIEAHEM Cilydae
B KaueCTBE COOBITUS B3AThl PELUANB, IPOTPECCHS WIIN JIeTaNb-
HBIH MCXOJ OT JII0OOW MPUYHHBI) BPeMsl OTCUUTHIBAIM OT Hava-
na geyeHus. Pe3ynbTarTsl CUYMTANN CTATUCTHYECKH 3HAYMMbBIMHU
npu p < 0,05.
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Puc. 1. O6mas BeukHBaeMocTs nocie kypcos R-CVP (1), R-CHOP(2),
R-FMC (3).
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Puc. 2. BeccoObITniiHas BEDKHBAEMOCTh 1ocie Kypcos R-CVP (1),
R-CHOP(2), R-FMC (3).

Pesynomamut u o6cyyncoenue. bonbmMHCTBY OOJILHBIX Ha-
3HaYaJIM B Ka9eCTBE WHAYKIMOHHON Teparnuu aHTPalHKINHCO-
nepxkamue kypesl: R-CHOP (n = 32) u CHOP (n = 9). ®nyna-
pabuHCconepKalme Kypcbl ObUIM MpOBEACHBI 13 OOJNIBHBIM: 11O
nporpamme FMC (n = 1) u R-FMC (n = 12). Kypcst CVP — 3
60nbHBIM, R-CVP — 3 60s1bHBIM; HEIIPOrpaMMHBIE KYPChI ObLIH
npoBeseHbl 15 6onbHbIM. [Tog HabmoneHneM Oe3 Tepanuu Ha-
XOIUJIOCh 7 OonbHBIX (MeauaHna HaOmroneHust 35 mec). B mep-
BoM penuause nociie R-CVP GonbubiM HazHadamu R-CHOP,
Bo BTOpoM peuuaue — R-FMC. B mepBom peuuause mocie
R-CHOP naznauamu R-FMC, a Bo BTOpOM U MOCIEIYIOIMUX Pe-
LUMBAX MPOBOJMIIN CIEPKUBAIOLIEE HEIPOrPaMMHOE JICYCHHE.
S5-netusst OB B pesynsrate nedenus no nporpammam R-CVP,
R-CHOP, R-FMC coctaBuia coorBerctBeHHO 71%, 63%, 99%:;
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Puc. 3. O0mias BbDKMBAEMOCTh B IPYIIIIE ¢ TeHEPAIN30BAHHBIM MTOPAKEHHEM
6e3 "bulky" (/), c reHepanH30BaHHEIM NopakeHueM H ¢ "bulky" B 3a6pro-
LIMHHOM IIPOCTPAHCTBE (2).

p=0,05 (puc. 1). 5-Jletusas bCB B pe3ynbraTe neueHus Kypca-
mu R-CVP — 42% (menuana nabmonenust 56 mec), R-CHOP —
21% (menmana waomonenus 39 mec). 3-Jlerusst BCB mocie
tepanuu 1o nporpamme R-FMC — 38% (mennana HaGironeHus
32 mec; p = 0,05; puc. 2). bonbabiv OJI 1 u I rucronornye-
CKOH rpaJaliuyl B KaueCTBEe HHIYKIIMOHHOW Teparuy Ha3HadaIn
kypcsl R-CHOP u R-FMC B paBHOM cOOTHOIIEHUH. BonbHbIM
@JI TII uuTonornyecKol rpafaluy MPEeMMYIICCTBEHHO ObUIH
MIPUMEHEHbI aHTPAMKINHCOAepKaIue Kypeol. Ymep 21 (26%)
GosbHOM (MeauaHa HabmoneHus 24 mec, B 80% cimyuyaes FLIPI
II-1V). 10 6onbHEIX (53% caydaes ¢ "bulky" B 3a0promHHOM
MIPOCTPAHCTBE) YMEPIH B Pe3ylbTaTe MPOTPECCHH OIMyXOJU B
3a0pIOUIMHHOM IIPOCTPAHCTBE B IEPBbIE 4 rojla OT yCTaHOBIIE-
HUs nuarHosa (MenumaHa HaOmwoneHus 47 mec). JleranbHOCTB
BCJIEJICTBHE TIPOTPECCUH OIYXOJIH HE 3aBHCENIa OT TUCTOJIOTH-
yeckoii rpagauuu: I1—y 5 (50%), [ITA/B —y 5 (50%) GonbHBIX.
5-Jletnsss OB B rpynme ¢ reHepain30BaHHBIM TOpaXKEHUEM
6e3 "bulky" cocraBuma 98% (p = 0,001), ¢ reHepanu3oBaH-
HbIM nopaxkeHueM u "bulky" — 50% (MeauaHa BBDKUBAEMOCTHU
56 Mec) — pa3HUIAa BEDKMBAEMOCTH B 9THX JBYX IPYyIIax CTa-
tuctruecku 3HaunMa (p = 0,001; puc. 3). BepostHOCTE seTanb-
HOT'O UCXO0/1a B IIE€PBbIE 4 rOf1a OT OKOHYAHUS JIEUEHUS BO BTOPOH
rpynrne B cpenaeM B 10 pa3 Bbitie, uem B niepoit (p = 0,01). Bee
JeTaJbHbIE MCXOIbl BO BTOPOW TpyIIIe MPOU3OULIH B IIEPBEIC
4 roja OT OKOHYAHUS JedeHus (CpefHee BpeMs 10 JIETaIbHOIo
ucxona pasHo 42 mec). S-Jletusist BCB cocraBnna 58% (menu-
aHa HaOironeHus 72 mec; p = 0,05) u 42% (Menuana Hadmone-
Hus 48 MeC) COOTBETCTBEHHO.

3axntouenue. IlonydeHHbIe PE3yNbTaThl IO3BOJIOT MPEATIO-
n0xuth, uto FLIPI III mnst ®JI B coyeranuu ¢ "bulky" B 3a6pro-
HIMHHOM TIPOCTPAHCTBE SIBISIOTCS HE3aBUCHMBIMH (DakTopamu
HeOIaronpuaATHOTO MPOrHo3a. Bo3MoxHO, 9Ta rpynna GONbHBIX
HyXJaetcs B 0ojee paHHel HHTCHCH(DUKALUH JICUSHHSI.

Bbi6op Tepanuu nepBou NNHUY onpeAenseT NPOoAOIKUTENbHOCTb XKN3HU 60nbHbIxX XJ1J1
E.A. Hukntun', O.[. 3axapos?, t0.10. lopure', M.M. bo6kosa? H.H. Libi6a’, AJ1. Menuksan', BJ1. UaHoBa?, J1.I. Koanesa', B.B. MNTywwknH?

' OrBY lemaTonornyeckuii HayuHblii LeHTp MuHgpascoupa3suTua Poccun, Mocksa ? fopoackas KnnHuyeckas 6onbHuua nm. C.MN.botknHa, Mocksa

Bgeoenue. Tpapuuumonnsiii nonxon k jaedenuto XJIJI 3a-
KITFOYajIcs B IPUMEHEHUH Bce Ooliee HHTEHCHBHOTO JICUCHHS B
Ka)KJI0M IOCJIEIYIOIIEM PELUIUBE UK PedPaKTEPHOCTH K Ipe]-
IIECTBYIOMIEMY JICUEHHMIO. JTa TAaKTHUKA JIOTMYHA, IOCKOJBKY
MeHee 3 GeKTHBHBIC, HO U 0oJiee Oe30MaCHBIC METOIBI JICUCHHS
MO3BOJIAIOT JOOUTHCS 3(P(PEKTUBHOrO KOHTPONIS Haj OO0JE3HbIO,
n30exaB HEHY>KHOH TOKCMYHOCTH. B Hactosiiee Bpems Han0o-
nee 3 (HEKTUBHBIM PEKUMOM B JieueHHH 00J1bHBIX XJIJI sBnsier-
csl KOMOMHANUS puTyKcuMada, mukiaodocdana u ¢urynapaduHa
(FCR). OnpaBnaHo i1 Ha3HaYeHue caMoro 3 deKkTHBHOrO Jeye-
HUS B Tepanuu nepBoit muann? Llens nccnenoBanus cocrosia B
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aHaJIM3€ MPOAOJDKUTCIBHOCTU KU3HU 6OJ'II>HI)IX B 3aBUCHMOCTHU
OT BapuaHTa Teparuy NepBOH JINHHH.

Mamepuanwvt u memoost. B nccienoBanne BKIIOYEHbBI 00J1b-
HbI€, KOTOpBIE MOJIY4MIIH, 110 KpaliHel Mepe, OJJUH BapUaHT Te-
parnuu. Beero BkitoueHo 620 00JIbHBIX, MPEACTABISIONIMX TPH
BEIOOpKH. [IepByIo COCTaBIIIN OOJNBHBIC, MONYYaBIINE JICUCHUE
B 1990-¢ roxel (n = 269). B xauecTBe Tepanuy NepBOH JINHUU
3TUM OOJIBHBIM ITPOBOJIUIIM MOHOTEPAIHUIO GIIyaapadMHOM, JICH-
kepad uiau Kypcst CVP umu CHOP (rpynna "1990-e"). Bro-
Pyt BBIOOpPKY cocTaBuiid 98 OGOJIBHBIX, MMOJIyYaBIINE JICYCHUE
o nporpammy FC (rpynmna "FC"). Tperbto coctaBuiin 00Jb-



