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3akawuenne. bonbabiv JIX B niepuon IIXT HeoOxomuma
npopunakruka [1I1 Gucentonom. [Tpu MosIBICHUM JbIXaTelb-
HOoM HenmoctaTouHocT M KT-mpu3HakoB MHTEpCTHIHAIBHON

ITHEBMOHHMU HEOOXOIMMO paHHee BhINONHeHHe GuopoOpoHxo-
CKOIIMH C KOMIUICKCHBIM MHKPOOHOJIOTHYECKHM HCCIIeI0Ba-
HHEM JIaBaXa.

AnddepeHumanbHas AnarHoCcTMKa 303nHOoGUANIA — 0OCHOBA ANA BbIGOpa TaKTUKIN Tepanuun
Hemuenko WN.C., TypkunHa A.l,, Yenbiwesa E.1O., lycapoBa I'A., Topauesa C.P, Menukan AJ1., KospurmuHa A.M., Xopowwko H.[.
OrBY lemaTtonornyeckunin HayuHblii LeHTp MuH3gpasa Poccnmn, MockBa

Beenenmne. ['nnepaozunopuibnblii cunapom (I'DC) — pen-
KO€ COCTOsIHHE, XapaKTepusytolieecs 303uHoduuneit 6onee 1,5 -
10°/m u mopaskenneM opranoB. OH MOXKET OBITh PEAKTUBHO#M TGO
omyxoneBoi mpuponsl. Ecau nmpuunHa 303MHOGUINN HE ycTa-
HosieHa, I'DC paccmarpusator kak uauonaruueckuit (MI'DC).

Hesnb padoTel. PazpaboTars aqroputM THarHOCTUKH U Jieyue-
HUS pa3nn4HbIX BapuanToB ['OC.

Marepuaiibl 1 MeTobl. C 1985 o 2013 1. 6110 06CIE0-
BaHo 106 marmmentoB ¢ ['DC (cooTHOIIEHNE MYKUNH U JKEHIITUH
cocraBuio 77:29), meauana Bospacra 38 (17-70) ner. Bo Bcex
Cllydyasx IPOBOJWIM AUArHOCTUKY 3a00JeBaHMI, COIMPOBOXKJA-
IOIINXCSI PeaKTHBHOM 203uHOGMIMEeH. B pamkax nokasarenbcTsa
HaJIUYMsl KIOHAJIBHBIX MHUEIONpOonn(epaTHBHBIX 3a00JICBaHUH
(MII3) npoBoauIu CTaHIAPTHOE LUTOTEHETUYECKOE HUCCIENO-
Banue (CLIN), u ¢ 2003 1. — monuMepasHyo IEeMHYI0 PeaKIuio
(TTIP) ¢ npaiimepamu FIP1L1-PDGFRA u ETV6-PDGFRB.

Pe3yabrarhl. PeakTuBHBIN XapakTep 303MHOGUINY ObLI O]
TBepkaeH y 16 (15%) u3 106 GonpHbIX: T-KieTouHble TUMQO-
nponudepanyuu — y 3, ayTOMMMyHHBIE 3a00eBaHus — y 9, Xpo-
HUYECKHUH TeNaTuT ¢ UCXOAOM B LIUPPO3 — y 1, MHOroouaroBoe
MOpakKEHHE TTeUYSHN He YCTaHOBJICHHOW 3THONIOTHU — Yy 1, 100po-
KaueCTBEHHasl OMyXOJb HaJmouyeyHuka — y 1, ammeprus —y 1.
ITpu craHgapTHOM LUTOrEHETUYECKOM uccienoBanuu y 7 (8%)
u3 89 GONbHBIX OBUIM OOHAPYKEHBI PA3IHUHBIC XPOMOCOMHBIC
anomanuu. Ilpn ncnons3oBanun [P monTeepkaeHo Hammune
kioHanbHOoro MII3 y 33 (49%) u3 68 OONBHBIX: CIUTHBIA I'eH
FIPILI-PDGFRA 6bin BoisiBiieH y 31 u3 33 GOJNBHBIX, CIUTHBIN
reH ETV6-PDGFRB — 'y 2 6onbubix. narnoz UI'DC Ob11 mo-
crtapieH 50 manueHraM, Tak Kak MPUYUHY 303MHO(UINM yCTa-
HOBUTH He yaanoch. Y 22 (44%) u3 50 6ompabx UTDOC oTMme-
YeHbl KJIMHUKO-Ta00paTOpPHbIE M TUCTOJIOTHUECKHE NPHU3HAKH,
npucyne MII3 (renarocmieHoMeranus, JEHKOIUTO3 ¢ MHENO0-

IIUTApHBIM CIBHUIOM, TPOMOOIIMTOINECHUS, aHEMUs, B KOCTHOM
MO3re yBEINYeHHE KJIETOYHOCTU KPOBETBOPHOH TKaHU, pacIlu-
peHHE TIPaHYJIOLUTAPHOIO POCTKA, MPEICTaBICHHOE KJIETKaMH
903MHOGUIBHOTO PAAA), YTO MO3BOJIMIIO BBIAECIUTH €r0 MHEJO-
nponudepaTuBHbli BapuaHT. B seuenun xioHanbHbIX MII3 u
muenonponupeparuBroro Bapuanta UI'DC pa3nudHbie CXEMbI
noiuxumuorepanuu (ITXT) npumensiin y 7 O0nbHBIX, Ipernapa-
Tbl uHTEpepoHa-o (MHD-a) —y 9 60abHBIX, THAPOKCUMOUEBUHY
KaK B MOHOpEXHME, Tak U B couetannu ¢ UH®-o — y 9 GosbHBIX,
rmokokoptukoctepounsl (I'KC) — y 14 Gonbubix. [Ipumenenue
MH®-0 mo3B0oINI0 NOIYYUTH MMOJIHBIM FEMaTOIOTHUYECKUH OTBET
(IIT'0) y 3 (43%) m3 7 MaUMEHTOB C MUEIONPOIH(EPATUBHBIM
BapuantoM UI'DC. Ha ¢one tepanuu IIXT u ruapokcuModeBu-
Hoit III'O He monydyeH U Bcerja OTMeualach IeMaToa0ruuecKas
tokcnuHoCTh. ['KC He addexruBHbl ipu MII3 ¢ s03uHOMIHEH.
VY 6onbabix UT'OC 0e3 mpuzHakoB Muesnonponudepaniu mele-
coo0pa3Ho AuHaMuueckoe HadmoneHue. Tepanuio UIMaTHHUOOM
nposozat ¢ 2003 1.; HauanpHas qo3a coctaBmia 100 Mr exxeaHeB-
HO. Tepamnus 6bu1a 3¢ dextuBHa y 22 (88%) n3 25 GONbHBIX, MO-
noxutensHbix 10 PDGFRA u PDGFRB, u y 14 u3 15 nanuen-
ToB, ojoxkuTenbHBIX 0 FIP1L1-PDGFRA, Taxxe 651 momyuen
MOJIHBIM MONEKYJSIpHBII OTBET. B cilyuasx, Korga 9KCIpeccHro
reda FIP1L1-PDGFRA unu ETV6-PDGFRB He o6HapyxuBa-
M 00 JTaHHOE MCCIEOBaHUE HE BBITTONHSIIH, Y(Q(HEKTUBHOCTD
(moctmxenue [1I'0) 3adukcupoBana y 4 (31%) u3 13 GONbHBIX.
3ak/04enue. VIcrons30BaHuEe MOJIEKYISIPHO-TEHETHUECKUX
METOZIOB HCCIIEJOBAHUS ITO3BOJIMIIO BBIICIUTH HOBBIE (DOPMBI
MIT3 (PDGFRA+ u PDGFRB+), npu KOTOpBIX BEICOKOA(P(EKTH-
BeH (88%) umatunu6. Y 60nbHbIX ¢ oTpunareinbHoi [TLP s dex-
TUBHOCTB HIKE — 31%. [Ipr OTCYyTCTBUH OTBETa HA UMAaTHHHUO H
NH®-a nenecoodpazno obcynuth Bonpoc 0 HLA-uneHTHYHO#M
TPaHCIUIAHTAIIUU FEMONIOITHYECKUX CTBOJIOBBIX KIIETOK.

OnbIT NpUMeHeHUs BbICOKOA03HOI Tepanuu c nocnegyiouen ayto-TCKK npu ponnukynspHom numépome B nepsoi
NVHUN Tepanun

Hecteposa E.C., KoBpuruHa A.M., Temgxan 3.1, Maromegosa A.Y., bapax E.A., YepHosa H.I., MapbuH [.C., TaBpunuHa O.A., JlyknHa A.E.,
Bacunbesa K.C., KpaBueHko C.K.

OrBY lemaTtonornyeckmin HayuHblin LeHTp MuH3gpasa Poccnmn, MockBa

Bgenenne. Oommmkysprast tumdoma (DJT) xapakrepusyercs,
Kak MpaBUJI0, IJIUTENILHBIM U YaCTOPELMIMBUPYIOIIM TEUEHUEM.
Pesynbrarel nmpuMeHeHUsT BbICOKO03HOH xumuorepanuu (BXT)
C TpaHCIUIAaHTAIlMEH ayTOJOTMYHBIX CTBOJIOBBIX KIJIETOK KPOBH
(ayTo-TCKK) B mepros nepBoii peMHCCHU IPOTHBOPEUHBHI.

Heas padorsl. Ouenka spdexruHocti BXT ¢ ayro-TCKK
y 0obHBIX OJI U3 TPYyMITBl BBICOKOTO PUCKA, TIOJYYHBIINAX JeUe-
nue B 'HI] 3a nepuon ¢ 2000 mo 2013 rr.

Marepunaibl 1 Metoabl. BXT ¢ ayto-TCKK mnposeneHsl
11 6onpabIM DJI (8 My*»uuH u 3 KeHIIMH) B Bo3pacte oT 31 1o
50 ner (memuaHa Bo3pacta 43 roma). Y Bcex OONBHBIX (Kpome
1 6onbHOrO) oT™MeueHa IV cranus omyxonu. Y 5 OOJIbHBIX HMe-
JICh OOJBLINE OITYyXOJIeBbIe KOHITIOMEpaThl pazMepoM Goree 6 cM.
VY 2 GonbHBIX HaOMIOATACK JICHKeMuU3alus ormyxoiu. B cooTser-
CTBMHU C MEXJIYHApOAHBIM IIporHocTuueckuM uuaexkcom FLIPI-1
BCeX OOJIBHBIX pa3lesiiid Ha TPH IPYMIBL: K 1-i Tpynmne pucka
otHecu 4 OOJbHBIX, KO 2-i rpymie — 3, k 3—4-if rpynmam — 4. Y 8
GonbHBIX HaOMonamuch B-cumnromel. [-11 nuTonornyeckuii Tum
@JI quarnoctupoBa y 8 6onbHbIX, 1T A/B T —y 3. ITo xapakre-
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Py pocTa OIyXOoJH pacupe/eieHne ObLIO CIEIYIOMIM: HOXYISIp-
HBIU pocT — y 4, HomynsapHO-Iuddy3HbI — y 6, 1uddy3HbIH —y 1
OospHOTr0. IMMYyHOXMMHUYECKOE MCCIIeIOBaHNE OEIKOB ChIBOPOT-
KM KPOBU U MOYH IPOBENHU y 8 OOJBHBIX: 3HAUYCHUSI KOHLICHTpA-
LMK CBIBOPOTOYHOTO [3,-MHUKPOIVIOOYIHHA BBIIE HOPMBI HATHO-
cTupoBasin y 3 OosbHbIX. [ToBbieHne koHueHTpauuu JIJAT Beie
HOpPMbI OTMeueHO y 4 OonbHbIX. [TopakeHue KOCTHOro mMosra B
ne0roTe 3a00JIeBaHusl BBISBICHO y S OONbHBIX. MHIYKIIMOHHBIC
Kypchl rpoBoaniy 1o nporpammaM R-CHOP, nnreHcuBHas Tepa-
st — no ipotokory mNHL-BFM-90.

Pesynbrarel n o6cyxnenune. Bcem 6ombHBIM (Kpome 1 007b-
HOTO) HAa3HAYWJIM B KayeCTBE MHAYKIMOHHOH TEepaluu KypChl
R-CHOP; 1 GonbHomy B cBsizu ¢ DJI IIIB nuTonoruueckoro
THIA U OBICTPBIM POCTOM OITYyXOJIEBOH MAcChl B Ka4€CTBE HHAYK-
IUOHHOTO peXHMMa IpoBeleHa Tepanus no nporokory mNHL-
BFM-90. TTociie MHAYKIIMOHHBIX PEXUMOB OOJIbHBIM ITPOBOIHITH
BXT u ayro-TCKK. V Bcex 6onbHbIx nociie ayto-TCKK coxpa-
HSIETCsl TIOJIHAsl PeMUCCHsl 110 OCHOBHOMY 3a0oneBanuto. Cpen-
HUl cpok HaOmoneHust coctaBui 15 (13-164) mec.



Mpunoxerue 1

3axunouenue. lomydyeHHble pe3ysbTaThl O3BOJISIOT MPEIIO-
noxuth, 4to BXT ¢ ayto-TCKK B niepBoii inHuM Tepanuu y 60Jib-
HbIX @JI ¢ HeOmaronpusTHEIMU (PaKTOPaMH MPOTHO3A TTO3BOJISIET

JIOCTHYb MOJHOW PEeMHCCHH 3a00JIeBaHMUsI, YBEIMYUTh OOILYIO 1
0eCCOOBITHITHYIO BBIKMBAEMOCTh OOJBHBIX. [IJIsl OATBEPIKACHHS
JTAHHOTO (hakTa HEOOXOAUMO OOJIbIIEE KOTMIECTBO HAOMIONESHUH.

Cnyuan TdT + "triple-hit"-numdpombi
O6yxoBa T.H., laBpunuHa O.A., TpebeHiok J1.A., Anumosa " A., Kneuxa .B., KospuruHa A.M., 3BoHkosB E.E., KpaBueHko C.K.
OIrBY lemaTtonornyeckmnin HayuHbi LeHTp MuH3sgpasa Poccun, Mocksa

Beenenne. "Double-hit" u "triple-hit" — penkuii nmoarun
auMboM, Xapakrepusyrouuiics coueranueM t(8q24)/cMYC c
t(18q21)/Bcl2 w/mnu t(3q27)/Bcl-6, arpecCHBHBIM TEUCHHEM,
Ki-67 ~100%, B-3penokiaeTo4HbIM UMMYHO(GEHOTHUTIOM U ILJIO-
XUM IIPOTHO30M.

Iear paGorbl. JleTanpHO OXapakTepW30BaTh KapHo-
tun  ciydast "triple-hit"- snumdomMel ¢ uMMyHODEHOTHIIOM
B-numdoobnactHOH 1umdombl/neiiko3a.

Marepuajibl U MeToAbl. Y OonbHOro 39 et HaOmoma-
JM THUCTOJOTMYECKYI0O M HMMMYHOTUCTOXUMHMYECKYIO KapTHHY
B-numdoobnactHol muMboMBI, "3peinblil" UMMYHONOABAapUAHT.
BeImomHeHO CTaHTApTHOE IMTOTEHETHYECKOE WCCICOBAaHHME,

FISH ¢ npobamu k Tpanciaokauusm (14;18)/Bcl-2, 8q24/cMYC,
3q27/Bcl-6, 22q11/IgL, 2p12/IgK n M-FISH.

PesyabTarsl U obcy:xknenue. [Ipu cranmapTHOM mHUTOTEHE-
tuueckoM uccinenoBanuu, FISH u M-FISH B cocraBe xomriek-
CHO H3MEHeHHoro kapuoruna BbisiBieHbl t(14;18)(q32;q21),
t(8;22)(q24;q11) u t(3;22)(q27;q11), T.e. "triple-hit" ¢ BoBmcue-
HUeM JI0KycoB reHoB cMYC, Bcl-2, Bel-6 u nokycoB IgH v o6onx
amtenet IgL.

3akawuenue. "Triple-hit"-mumdpoma MOXKET XapaKTepH30-
BaThCs BOBJICYCHUEM B TPAHCIIOKAIIMH JIOKYCOB reHOB [gH u 000-
ux asneneit [gL u abeppaHTHBIM KMMYHO()EHOTHIIOM C HAJTMIAEM
aKcIIpeccuu "He3penbix" UMMYyHOJIOrnaecKkux Mapkepos (TdT?).

Ponb 5-asayntunpgmnHa npu oCcTpom Muneno6aacTHOM nelikose un MuenogucmiacTuyeCcKom cuHgpome
nocsie TpaHCM/IaHTal N aJIJZTIOreHHbIX reMmono3Tn4ecKnx CTBONIOBbIX KJIETOK

OBeukuHa B.H., boHgapeHko C.H., Mopo3oga E.B., Cnecapuyk O.A., CraHueBa H.B., Pay A.A., 3y6aposckas J1.C., ApaHacbes b.B.

HWW peTckoi oHKonormu, rematonorum n TpaHcnnaHtonoruv um. P.M. fopbaueoi, MNepsbii CaHKT-TNeTepbyprckuii rocyaapCTBEHHbIN MeANLMHCKAN
yHuBepcuTeT um. akag. W. M. MNMasnosa

BBenenune. PeunauBbl OCTPOro MHENOOIACTHOrO JieHKo3a
(OMJI) u wmuenoaucrutactuyeckoro cunapoma (MJIC) mocne
TPAHCIUIAHTALMU AJUIOTCHHBIX TI'€MOIIO3THYECKUX CTBOJOBBIX
kieToK (amno-TI'CK) umMeroT moxoii mporHos.

Heab padorbl. OneHuts 3P(EKTUBHOCTL S5-a3allUTHIMHA
(5-a3a), ucnonpzyeMoro st MPO(GUIAKTHKHA U JICYCHHS TOCT-
TpaHCIUIAHTALMOHHBIX penuansos npu OMJI u MJIC.

Marepuaibl U MeTOAbL IIpoaHann3UpOBaHBI PE3YILTATHI
npumeneHus 5-aza nocne amio-TI'CK y 20 6onbabIX (11 My)xunH
u 9 sxxenumH), 3 HUX OMJI —y 16 (80%), MJIC —y 4 (20%) 601b-
sbIX. Ao-TI'CK ot HLA-coBMECTUMOTO pOJICTBEHHOTO JOHOpa
BBINOJIHEHA Y 2 OOJIbHBIX, HEPOJICTBEHHOTO — y 16, MOHOP ObLI
TaIIONJCHTUYHBIM Y 2 OonbHBIX. MenuaHa Bo3pacTa COCTaBUIIA
26 (4-56) ner. MuenoaOnaTHBHBIA PeXXUM KOHIUIIMOHUPOBAHUS
WCTIONB30BANH Y 4 OONBHBIX, CO CHIKEHHON MHTEHCHBHOCTBIO —
y 16. Y 10 (50%) GosnpHBIX 5-a3a Ha3zHadayu ¢ NpodUIIaKTHYC-
CKOH 11€JIbI0 B CBSI3H C BHICOKMM PHCKOM Pa3BUTHs PellUiuBa: y 6
6onpHBIX ObLIa poBezeHa amio-TI'CK BHe pemuccnn, y 3 — ObLI
HeOIaronpyuATHBINA BapUaHT KapUOTHUIIA, Y | — MOJIEKYISIpHO-OHO-
JIOrMYECKUE NPU3HAKM MHHHMAJIbHOM OCTaTOYHOW OONE3HU Ha
momeHT BoimonHenust ayuio-TT'CK. B cpexnem tepanwro HaunHaM
Ha +30-60-i1 nenb nocine amio-TI'CK, oCHOBHBIM KpUTEpueM Ha-
yaja Tepanuu sBJISUIOCH IPKUBICHHE TPAHCIUIAHTATa M BOCCTa-
HOBJIEHHE T€MOII0934. 5-a3a BBOIWJIM ITOJKOXKHO B 103€ 35 Mr/m?
B CYTKM B Te€UEHHE 7 JIHEH, K CllefyroleMy Kypcy NpHUCTyNaiu
yepe3 28 nHel oT Hayana Impeablayllero, Bcero 4 kypca. B ciy-
yae NPUMEHEHHs 5-a3a JUlsl JIeYeHUs! TOCTTPAHCIIAHTAIIMOHHOTO
peumauBa (KpUTEpHi KOHCTATALMU PELUAMBA — KOHICHTPALIUS
OJacTHBIX KJIETOK B KOCTHOM Mo3re Oonee 5%) B cpeiHeM Ipo-

Boaui 2 (1-6) kypca. B 80% ciyuaeB Tepanuu peuuansa 5-aza
IPUMEHSUIM B KOMOMHALUK ¢ UH(Yy3Hel HOHOPCKUX JUM(OLU-
ToB. Menuana Hadana Tepanuu coctaBmia 165 (36-270) mmeit
nocie amio-TI'CK.

Pesyabrarbl. Menuana HaOIroAeHUs B rpymnie npoduiiak-
THYECKOTO Hcronb30BaHus cocraBmia 351 (133-1035) nens.
B rpynne npopunakTuueckoro HasHadeHUsl § OOJbHBIX B Ha-
cTodlIee BpeMsl HaOMI0NAl0TCsl B peMUCCHU. B cBs3U ¢ pa3BuUTH-
€M MOCTTPAHCIUIAHTAI[MOHHOTO pelyIuBa yMepin 2 OOJIbHBIX
Ha +145-ii u +450-i neus nocne amwio-TI'CK, oboum GoabHBIM
anno-TT'CK sbinonusiu BHe pemuccun OMJL. Ciiyuaes cmepry,
CBSI3aHHOM C TpaHCIUTaHTAI[eH, He 3aperucTpupoBano. B rpym-
e TePareBTUYECKOr0 MPUMEHEHHS 5-a3a MeraHa HaOII0AeHHs
cocraBuna 322 (65-1270) ausa. [ns Tepanuu peuunusa 5-a3a
npuMeHsuTH y 10 O0JBHBIX, U3 KOTOPBIX 8 yMepiu: 6 OT peruIu-
Ba OCHOBHOTO 3a00JIeBaHMs, 2 OT MPUYMH, ACCOLMUPOBAHHBIX C
amno-TT'CK (cencuc, ocTpoe noBpexaeHne Muokapaa). B odenx
rpyrmnmax 0oJIbHbIE TEPAIHIO S5-a3a MEPEHOCHIIH 0€3 3HAYMMOit re-
MaTOJIOTUYECKON U HETeMaTOJIOTHYE€CKOM TOKCHUHOCTH.

3akrouenne. Pe3ynbraTel IpeBapUTEIbHOIO aHAIN3A JAIOT
OCHOBAHHE CUUTATh, YTO y OOJBHBIX C BBICOKAM PUCKOM PA3BHTHS
perauBa nocne amto-TT'CK 5-a3a sBnsiercst agdexTuBHBIM mpe-
[aparoM JUlsl NpO(UIAKTUKU IOCTTPAHCIUIAHTALMOHHOIO peLu-
JIMBA, YTO YBEJIMYMBAET OE3PEIMINBHYIO BEDKUBAEMOCTH OOIBHBIX
B rpymnme Bbicokoro pucka OMJI. B kauectse Tepanuu peuuansa
Ha3HaueHue 5-a3a Obu10 HeaddextuHO. TpedyroTcs nanbHelle
WCCIIeIOBAaHMS C BKJIIOUYEHHEM OOJIBIIEr0 YHcia OONBHBIX IS
YTOUHEHHsI ONTHMAJbHBIX CPOKOB Hadana Tepaluy, a TAKxKe pas-
PabOTKU KOMOMHHUPOBAHHBIX CXEM IIPUMEHEHHUS 5-a3a.

dKcnaHcuA in vitro CTBONOBBIX KNeTOK Nepudepunueckoin KpoBu nauneHToB ¢ numdonponndepaTmBHbIMU
3aboneBaHNAMN

OBopok A.E., NeTteBka H.B.
PHIML, TpaHchy3mnonorum n MeanumnHCKUX brotexHonormin, MnHck, Benapycb; 9-a ropopckas knnHnyeckas 6onbHuULa, MuHCK, benapycb

Bsenenue. OHuM 13 HanbosIee KPUTUYHBIX 3TANOB MIPOBEJIE-
HHS BBICOKOZIO3HON XMMHOTEPANHH SIBIAETCS cOOp AOCTaTOYHON

JI03bI CTBOJIOBBIX KJIETOK nepudepudeckoii kporu (ITK) 6ombHOTO.
Penrenrem npoOneMbl MOXKET CTaTh UX HKCIAHCHUS ex Vivo.
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