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Pabora BbImosiHEHa B (enepalibHOM TOCyIapCTBEHHOM OOJDKETHOM yupexkaeHun «HarumoHnambHbIN
MEJULUHCKUN MCCIIENOBAaTEIbCKUM LEeHTp oOHkosoruu wumenu H.H.bnoxmHa» Munucrepcrsa
3apaBooxpanenust Poccuiickoin ®denepanuum (nupexktop — wieH-koppecnonaeHT PAH, moxrtop
MEIUIIMHCKUX Hayk, ipodeccop Ctumuau MBan CokparoBuy).

Hay4Hblii KOHCYJIbTAHT:

JOKTOp MEIUIIMHCKUN HayK, mpodeccop MenTkeBu4 I'eopruii JIronomMmupoBu4
O¢uunanbHbie ONMOHEHTHI:

HNBanoBa Hanexna MwuxailjioBHA, JOKTOp MEAMIIMHCKUX HaykK, mpodeccop, 3aBeayroIias
OHKOJIOTUYECKUM OTJICJICHUEM TOCYAapCTBEHHOT0 OIOKETHOTO YUpEeXKACHUS 3APaBOOXPAHEHUS
ropoja MockBel «HayqHO-IIpaKTUUECKHN UEHTP CHEUUATIM3UPOBAHHON MEIULIMHCKONW TOMOIIM JIETAM
uMeHu B.®. Boiino-fIcenenkoro JlenapramenTa 34paBoOXpaHeHus ropoa MoCKBEDy;

Macuan Muxauia AJIeKCAaHAPOBUY, JOKTOP MEIUIIMHCKUX HayK, Mpodeccop, 3aMecTUTENb
TEHEPAIBHOIO0 JUPEKTOpa — JAUPEKTOp BpIClIed MIKOIBI MOJIEKYJISPHON M SKCIEPUMEHTAIBHON
MEAWIMHBl  (EeICPATBHOTO TOCYJApCTBEHHOTO  OMOJDKETHOro  yupexiaeHus «HarumoHambHBIN
MEJIUIIMHCKUN UCCIEA0BATEIbCKUIA LEHTP IETCKOM reMaToJIOrMU, OHKOJIOTUH U UMMYHOJIOTMM UMEHH
Jmutpus PoraueBa» MunucTtepcTa 3apaBooxpaneHus Poccuiickoit @eaepanuu.

Typa6os UBan AslekcaHIpoOBHY, JOKTOp MEIUIIMHCKUX HayK, mpodeccop, 3aBeayomui kageapoi
JIETCKOW XUPYpPruu (herepaibHOTO roCyJapCTBEHHOTO OFO/KETHOTO 00pa30oBaTEIbHOTO YUPEKICHUS
BhIcIIero oOpa3oBaHusi «CeBepHBI TOCyJapCTBEHHBIN MEIMIMHCKUI YHHBEPCHUTET» MHHHCTEPCTBA
3apaBooxpanenus Poccuiickoit @enepanum.

Benymas opranmzaumsa: MOCKOBCKHIM HAayYHO-UCCIEAOBATEIBCKAN OHKOJIOTMYECKUN HWHCTUTYT
uMmenu II.A. T'epuena - ¢unman ¢eaepaqTbHOr0 TOCYIaPCTBEHHOTO OIOHKETHOTO YUPEKICHHS
«HanuoHanpHbli  MEOUUIMHCKHA  MCCIEAOBATENbCKUA  LEHTP  paauoyiorum»  MUHHCTEPCTBA

3apaBooxpanenus Poccuiickoit denepanmnu

3amuta cocroutcs «6» despans 2020 roga B 14-00 gacoB Ha 3acelaHUU JUCCEPTAIIIOHHOTO COBETa
J1001.017.01 na 6aze ®I'bY «HMMUII onkonorun um. H.H. baoxuna» Munznpasa Poccun (115478, r.
MockBa, Kammupckoe mocce, 1.23).

C nuccepranueil MOXHO 03HAaKOMUTHCS B HayuHOUM 6uOinoreke ®PI'BY «HMMUILL onkonorun um. H.H.
bnoxuna» Munznpasa Poccuu (115478 r. Mocksa, Kammpckoe mocce, 1.24) 1 Ha caifTe WWW.ronc.ru
ABTOpedepaT Pa3OCIAH «....vuvveenreennnennnnnns 2019 rona.

VY4eHslil cekpeTapb

JUCCEPTALMOHHOIO COBETA

JIOKTOP MEIUIIMHCKUX HayK, Ipodeccop Kanarunze 3aupa I'puropneBna


http://www.ronc.ru/
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OBLIASA XAPAKTEPUCTUKA PABOTHBI
AKTYaJIbHOCTh TeMbI U CTENEHb €e Pa3padOTAHHOCTH

PedpakTepHOCTh OMyXOMM K XHMHOTEPANUU SIBISIETCS aKTyaJlbHOW MPOOJIEMOW OHKOJIOTHH.
Ockananusi 103 aTKWIMPYIOIIMX areHTOB, KOTOpas CTajla BO3MOXHOW C MOSIBICHHEM METOIMK
MoOuIM3auu U coopa reMonodTHupeckux cTBojoBbX KieTok (I'CK), mo3Bosniaa 4acTUYHO pEHIUThH
npoOJeMy U YIYUYIIUTh PE3yJbTaThl BBDKMBAEMOCTH JI€T€H ¢ HEKOTOPBHIMU COJIMIHBIMU OMYXOJISIMU
HEOJAroNMpusATHOTO MPOTHO3a, TaKMMH Kak capkoma HOwHra, HeipobmacToMa, 3MOpHOHAILHBIC
omnyxomu I[HC, repmunorennsie omyxonu (Carreras E, 2019). lannas mertoauka paboTacT mpu
YCIIOBUU COXPAHEHHS OMPEIeNIEHHON XMMHOYYBCTBUTEIHHOCTU oOIyXxouu. OpraHHas TOKCHYHOCTb
SBIISICTCS  OCHOBHBIM  JIO30-JIUMUTHpYIOUMM  ¢aktopoM. Jlns r1eMo01acTO30B  BBICOKOAO3HAS
xumuorepanust (BJAXT) ¢ nonnepxkkoit ayro-I'CK nMeer meHblliee 3Ha4€HHE BBUJY NEPBUYHOIO
MOpPaXEHHsI HETIOCPEICTBEHHO KPOBETBOPHOM CHUCTEMBI U TPYAHOCTEH aJeKBATHOM MOOWIM3ALMU U
cOopa He KOHTAMHHUPOBAHHOTO OIMYXOJIEBBIMH KJIETKAMU MaTepuaia JJisi BOCCTAHOBIEHUS FeMOII033a
y nanuenTa nocie BJIXT.

OnHoit U3 NPUYKMH BO3HUKHOBEHHS OMYXOJIM, a TAK)KE PA3BUTHUS €€ PE3UCTEHTHOCTH K Teparuu
ABIsAETCS (PEHOMEH «YCKOJIb3aHUs» U3-TI0J] UMMYHOJIOTHYECKOTO KOHTPOJIS BBUY J1e(heKTa UMMYHHOU
CHCTEMbI MAIMEHTa, a TAK)KE IBOJIOIMK coOcTBeHHO omyxoieBoit kierku (Wiirfel F.M, 2019). Unes
BOCCO3/IaHUSI B IMALMEHTE JOHOPCKOW «3JI0pPOBOI» MMMYHHOM CUCTEMBI, KOTOpas Obl OCYIIECTBIIsIA
KOHTpPOJIb HaJ[ ONYXOJIbIO 3@ CYET HECOBMECTUMOCTH IO Pa3jIMYHbIM aHTUI€HAM JIerja B OCHOBY
MPUMEHEHHUS aJUIOTeHHON TPaHCIUIAHTAIlMU TeMOIMOATHYECKUX CTBOJIOBBIX KieTok (I'CK) manmentam
CO 3JIOKaYeCTBEHHBIMU 3a0oJeBaHUsAMU emle B 80-X roaax mpouuioro croieTus. B Hacrosiiee Bpems
aioreHHass TpaHciutantauus ['CK  cTaHOBUTCS PYTHHHBIM METOJIOM JIEYEHHsS] TeMo0JacTo30B
HEeOJIaroNMpHUsITHOIO MPOTHO3a CO BCE 0OJee YETKO OmpeleNsieMbIMU IMOKazaHUsAMU. B nanmpHeiem
MOSIBUJIACh KOHUEMIHUSA OTJIEIbHOTO HMCIOJIB30BAHUS C MPOTUBOONYXOJIEBOM LEIbI0 JOHOPCKUX
uMMyHOKoMIeTeHTHbIX kieTok (HK — kimerox, T — numdonuroB) kak mocie aljloreHHOU
tpaucutantanuu ['CK (TT'CK), tak u 6e3 nee (Le T.-P., 2017). HecMoTpsi Ha TO YTO ajIOTCHHAsS
TI'CK oxa3zanachk 3¢(HEeKTUBHBIM METOJOM TOBBIIICHHUS BBIKUBAEMOCTH MAIIUEHTOB C HEKOTOPBIMH
reMo0yacTo3aMu KpaiiHe HeOJarompusTHOTO MPOTHO3a, OCTA€TCS KOTOpTa MAallMeHTOB, AJS KOTOPBIX
JaHHBIA METOJ He MpUMEHHM, JHUO0O0 A(P(HEKT «TpaHCIIAHTAT-MPOTUB-OMYXOIU» HE pealn3yeTcs.
[IporHo3 y Takux MalUMEHTOB OCTaeTcsi KpailHe HeOmarompusiTHeIM. Kpome Toro, cama Meroauka
amutoreHHo TI'CK compsbkeHa ¢ BBICOKUM PHUCKOM JIETATHHOCTH, ACCOIMHUPOBAHHOW C JICUYCHUEM.
[Torick HOBBIX MOAXOJIOB, HAIPABJICHHBIX Ha TOBBIMICHHE AY(P(HEKTUBHOCTH METOAA U CHUXKCHHE
neranbHOCTH, accouuupoBaHHOM ¢ TI'CK, sBisercs akTyallbHOW 3ajaudeld TpaHCIUIAaHTAI[MOHHBIX

COOOIIIECTB BO BCEM MUPE.
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[IpencraBiaeHust 0 CTBOJIOBBIX (HE BXOSIIMX B MHUTO3 W MOTOMY HE UYYBCTBUTENBHBIX K
MOBPEKAAMOIIUM areHTaM) OIYXOJEBhIX KJIETKaX YacTUYHO OOBSICHSIIOT MEXaHU3MBI pa3BUTHS
peuuauBa (Batlle E, 2017). CooTBeTcTBEHHO, aKTyalIbHOM 3a/1a4eii SIBJISETCS MEPEBOJI JaHHBIX KICTOK
B aKTHBHYIO (pa3y C LENbI0 CAeNaTh UX YYyBCTBUTEJIBHBIMU K TEpaneBTHUECKOMY BO3jAelcTBHIO. B
HACTOAIIEE BPEeMs HAYMHACT AKTUBHO M3y4aThbCsl POJIb SIUTCHETUYECKUX (PAKTOPOB B PETYIISIIHUU
KU3ZHEJCATEIIBHOCTH  OIYyXOJE€BOW KJIETKM M IOTEHLMAJIbHbIE MEXAaHU3Mbl TEpPANEBTUUYECKOIO
BO3/ICIICTBUS HA JaHHOM YpOBHE.

OtnenpHOM TPOOIEMON SIBISIOTCS OIYXOJIM, HAxOIslIMecs 3a TreMaTo-3HIe(haTInuyecKuM
OapbepoM, Kak C TOYKH 3pEHHUs TOCTHXKEHUS aJeKBATHBIX KOHLIEHTPALMA XHWMHOIPENapaToB M HUX
AKTUBHBIX METa0OIUTOB B OMYXOJH, TaK M C TOYKH 3PEHHSI BO3MOXKHOCTEH HMMMYHOJIOTHYECKOTO
koutpoas (Warren K.E, 2018; Foster J.B., 2019). C yyerom Toro, uto onyxonu I[HC 3anumaior
BTOpOE IO YaCTOTE BCTPEUAEMOCTH MECTO B JAETCKOW OHKOJOTHH, TIOUCK MyTel MPeoI0JIeHUs TeMaTo-
sHIehaTHUECKOTro Oaprepa MpeICTaBIseTCs aKTyalbHOU 3aJaueH.

eas uccaenoBanusi

[loBBICHTH BBIKMBAEMOCTb JETE€H C COJMIHBIMM ONYXOJSIMH W remMoOsacTo3aMu KpaiiHe
HEONArompusITHOIO IMPOTHO3a C TIOMOIIBbIO TEpPaneBTUYECKUX IMOAXOJOB, OCHOBAaHHBIX Ha
TpaHCIUIAaHTAIIMH TEMOIIOATUYECKUX KIETOK KPOBH.

3agauu uccie10BaHus

1. Onenuts 3¢dexTuBHOCTh autoreHHon (rammomneHtnuHor) TI'CK 'y nereir ¢
COJIMIHBIMU OIYXOJISIMH KpaliHe HeOIaronpusTHOro IporHo3a;

2. Ouenuth »¢¢ekTuBHOCTh amnoreHHou (rammomaentuynor) TI'CK 'y gereir ¢
remo0J1acTo3aMu KpaifHe HeOJIaronpusTHOTO porHo3a nocie auiorenHoit TT'CK;

3. [TpoBecTu KOppEALUI0 MEXAY pa3BUTHEM OOJE3HU «TPAHCIUIAHTAT-IIPOTUB-XO03IMHA»
1 yactotol peunauBoB y aereit ¢ OMJI nocne annorenno TI'CK;

4. JlaTh OLIEHKY 4acTOTE U TSKECTH MOOOYHBIX A (HEKTOB U MPOAHATU3UPOBATH YACTOTY H
IPUYMHBl TIOCTTPAHCIUIAHTALIMOHHON JIETAIBHOCTH Yy MAllMEHTOB II0CJIE YacTHMYHO COBMECTUMOM
ayutoreHHo tpancranTanuu ['CK;

S. Ouenuth 3G(EKTUBHOCT,  HMHAWBUIYaTU3WPOBAHHOTO MOAXOAAa K  peXUMaM
KoHAunroHuposanus npu autorenHot TI'CK y nereii ¢ neliko3amu;

6. Ouenutp 3¢pdextuBHOCTE U Oe30omacHOCTh BJIXT koncommmammm ¢ ayto-TI'CK y
MAIMEHTOB ¢ HEMPOOIACTOMOI BBICOKOTO PUCKA;

7. Onenuts 3¢p¢dextuBHOocTs U Oe3zomacHocTh BJIXT koncomupmammu c ayto-TI'CK y
MAIMEeHTOB ¢ Mey/UI00J1acTOMOM;

8. Ouenuts >¢pdextuBHOCTE U Oe30omacHOCTh BJIXT koncommmammu ¢ ayto-TI'CK y

MaIMEeHTOB ¢ capkoMoit FOuHTa BRICOKOTO pHCKa;
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9. Ouenutp 3¢pdextuBHOCTh U Oe30omacHOCTh BJIXT koncommmammm ¢ ayto-TI'CK y
NAIMEHTOB ¢ pepaKTEPHBIM TEUCHUEM WITH pEIUIUBAMH JTUM(POMBI X O/DKKHHA;

10.  OueHuTh NEPEHOCUMOCTH CBEPXBBICOKOJIO3HOTO pPEXUMa KOHIUIIMOHHPOBAHUS C
IIPUMEHEHUEM PaCLICIVIEHHOrO BBEICHUS AIKUIUPYIOLINX ar€HTOB Y JIE€T€H C COJMIHBIMU OMYXOJIIMHU
KpaiiHe-HeOIaronpusTHOro MPOrHO3a.

Metoabl 1 METOH0JIOTHS M UCCICAOBAHUSA

B anamu3 BxmroueHo 278 peredt or 0 go 18 ser ¢ pa3nMuUHBIMM - OHKOJIOTMYECKMMM
3a00JIeBaHUSMHU, XapaKTEePU3YIOIIMMUCA  HEONarompusaTHbIM MIPOrHo3oM. Bcem  manueHtam
MIPOBOJIMJIACH TPaHCIIaHTaIMs ayTojorudHbIX 60 amtoreHHbIX ['CK. Anmino-TI'CK oT poacTBeHHBIX
JIOHOPOB Oblna mpoBeaeHa 79 nanueHtam: 64 — ¢ reMaToJOTMYECKUMH ONyXousiMU U 15 — ¢
COJNMAHBIMU OIyXOJIAMHU. B OosblMHCTBE ciaydyaeB (n=74) HMCTOYHHMKOM TpAaHCIUIAHTATa SIBISLICS
adepe3Hblii  MPOIYKT, TMOJXYYEHHBIH OT TalNIOMJACHTUYHBIX  POJICTBEHHBIX JOHOPOB  0Oe3
npenuiecTByromein  aumdonerienui. Y THaUeHTOB C  pedpakTepHbiMH (GopMaMu  JIEHKO30B
OPUMEHSUICS WHIAUBUAYAIU3UPOBAHHBIM MOAXOA K pPEXKHMMaM KOHJIUIIMOHHUPOBAHUS C  LIEJIBIO
IIPEOJIOJICHUS  JICKAPCTBEHHOM PE3UCTEHTHOCTH M YIYYIIEHWs pe3yiapraroB jeunus. BIXT
KOHCOJIMJIALMK B paMKaxX MPOrpPaMMHOIO JIEUEHUsS] NpUMEHSIM y 199 manueHToB € pas3iMuHbIMHU
comuaubsiMu onyxonsimu (HB, CHO, Mb) u numdomoit XomxkkuHa. Y MallMEHTOB ¢ PE3UCTEHTHOU K
neynuto Hb u JIX npumeHsnuchr MHTEHCU(QUIMPOBAHHBIE MYJIbTUMOAANIbHBIE pexumbl BIAXT u
OLIEHUBAJIACh UX TIEPEHOCHUMOCTH M 3PPEeKTHBHOCTH. Kpome Toro, B paboTe mpou3BeieHO OMUCAHUE U
OIICHKA IEPEHOCUMOCTH CBEPXBBICOKOJ03HOTO pexknuma B/IXT ¢ «pacuieniaeHueM» KypcoBOW J03bl
ankwmpymomero areHra. OuneHka TokcnyHocTd pexumoB BJIXT onenuBanace Ha OCHOBAaHMU
KpUTEpUEB TOKCHYHOCTH Xumuortepanuu HarmumonampHoro Mucturyra paka, CIIA (CTCAE 4.03).
Onenka 3¢ (heKTUBHOCTH JIeUeHHUs OlleHnBajiach Ha ocHoBaHuM aHanu3a OB u BCB narueHTos.

CraTucTU4ecKuil aHaTU3 MPOBOJIMIICS € UCTOJIb30BaHUEM cTaTUcTHYecKkoro nakera SPSS-21.0.
OreHka napaMeTpHUYeCKUX JTAaHHBIX OyJeT MPOBOJUTHCS MOCPEACTBAM CPABHEHHUS CPEITHUX BEJTUMUUH C
ucnonp3oBaHueM kpurepusi CtbrogeHTa. Henmapamerpuueckue paHHble OynyT CpaBHUBAThCS IO
Kkputeputo y2 [IupcoHa mpu nomMoIy NocTpoeHus TaOIHI] CONPSKEHHOCTH TPU3HAKOB.

Hay4ynast HOBH3HA

Briepsoie B Poccun Oyzaer npousBeneHa oneHka 3)()eKTHBHOCTH TeparneBTUYECKUX MOIX0/0B,
OCHOBaHHBIX Ha TPAHCIUIAHTAI[UU T'€MOMOITHYECKUX KJIETOK KPOBH, JJISl TIOBBIIICHUS BBIKHMBAEMOCTHU
JIeTel ¢ penuaAMBHBIMU U peppaKkTepHbIMU (POpMAMM OHKOJIOTMUECKHUX 3a00JIeBaHUM, B TOM YHUCIIE
onyxozneit [THC.

Teopernueckas 1 NpaKkTHYeCKasi U 3HAYUMOCTh
Ha ocHOBaHuUM NOTy4eHHBIX JAHHBIX IUIAHUPYETCS CO3JaHHME PEKOMEHJALUN MO MPOBEIECHUIO

BJAXT c¢ ayronormunoit TI'CK um ammoreHHoil wactuuHo coBMectumon poactBeHHo TI'CK 'y
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NAllMeHTOB  JETCKOr0  BO3pacTa, CTPAJAlOUIMX  OHKOJIOTMYECKMMH  3a00JIeBaHUSIMHU  KpaiiHe
HeOIaronpusTHOTO MPOrHO3a.
JIN4HBIN BKJIaJg

ABTOpPOM JIMYHO NMPOBEACHA 3HAYUTEIIbHAS N0 TPAHCILIAHTALMN y NAI[UEHTOB, B TOM 4UCIIE,
€10 INPOBEJECHBI OJIHA WM HECKOJbKO aJUIOreHHbIX yacTu4yHO coBMecTuMbIX TI'CK Gonee uwem 50
nanueHTaM. ABTOp BBIIOJHSJIA BCE JTalbl TPAHCIUIAHTALMOHHOIO IIPOLECCa: YCTAaHOBJICHHE
NOKa3aHUN MALMEHTY W MPEeATPAHCIUIAHTAIIMOHHAS TOATOTOBKA IMAIMEHTOB, OUCK M 00cCiIeq0oBaHue
noHopoB, MoOwim3amuss U coop I'CK y Hux, npoBeneHHe pekuMa KOHAWLIMOHUPOBAHHUS U
HEIIOCPEICTBEHHO TpaHCILIaHTALIUH I'CK, BBIX2KUBAaHUE NAlMCHTOB B paHHEM
MOCTTPAHCIUIAHTALMOHHOM NIEpUoJie U HAOII0AEHUE 32 HUMH T10CJIE BBIHCKH U3 CTallMOHApa BIIOTh
JI0 TIOJIHOM OTMEHBI MMMYHOCymnpeccuu. Kpome Toro, aBTop SBISI€TCS OCHOBHBIM DPa3pabOTYUKOM
nporokosa mo mnposeacHuro amwioreHHon TI'CK y gereil, a Takke NIpUHHMManga aKTHUBHOE
HEMOCPEeACTBEHHOE ydacTue B pazpaboTkax mpotokosnoB BJIXT B pamkax jiedeHUs] aHAIM3UPYEMBIX B
paboTe 3II0Ka4eCTBEHHBIX 3a0oyieBaHWid y JgeTeil. ABTOp CaMOCTOSTENBHO coO3daja M
IpoaHalIu3upoBana 0a3bl JAaHHBIX [0 BCEM pacCcMaTpUBAEMbIM B pabOTE€ HO30JIOTHSIM MU BHJAM
TpaHCILIaHTALUH.

CooTBeTcTBHE NACIOPTY CHENUATBHOCTH

Hayunple TOJOXKEHHs TUCCEPTALMM COOTBETCTBYIOT macmopty crenuansHoctd 14.01.12 —
OHKOJNOTUsI («MEIUIIMHCKHME HayKuW») H obmactu wuccienoBanus 1.7 «Pa3paborka BompocoB
JMAarHOCTUKH, JICUEHHsI ¥ IPOPHUIAKTUKU B 00JIACTH AETCKOM OHKOJIOTHU».

IToJs105keHNs1, BBIHOCHMbIC HA 3aILATY

1. Amnorennas TI'CK ot HLA-ranmiouaeHTHUHBIX JTOHOPOB 0€3 NPUMEHEHHS] METOJI0B
KJIETOYHOW CEJIEKIIMH/JIEIUIEIMA  BBIMOJIHMMA Yy JIeTell € OHKOJOTMYEeCKMMM 3a00JIeBaHUSIMU
HEeOJIaronpusATHOTO MPOrHo3a; YPPEeKTUBHOCTh U 0€30MaCHOCTh METOAA HE YCTYHAaeT TaKOBBIM IIPH
nposenennn HLA-cosmectumbix TI'CK u3 peructpoB 10HOpOB;

2. O}dexT «TpaHCIIIaHTAT-NPOTUB-OIYXOJIU» pealu3yeTcs y JeTell mpu Jeilko3ax B
OobIIeH CTENEHH, YeM NP COIMIHBIX OIyXOJISIX U B HacTosiee Bpems HeotaenuM ot PTIIX;

3. B cnyuae pedpakTepHbIX K CTaHAAPTHOM Tepanmuu JIeMKo30B  pa3zpaboTka
VMHAVBUAYAJIBHBIX PEKUMOB KOHAUIIMOHUPOBAHUS OIIpaBAaHa u yaydmaeT pe3yiasraTtsl amio-TI'CK;

4. Pexum B/IXT Ha ocHOBe Tpeocynbdana u mendanana sBiIseTcs] HAUMEHEe TOKCUYHBIM
u Hanbosee A3¢(EeKTUBHBIM Y IeTel ¢ HeMpoOIaCTOMOM BBICOKOTO PUCKA;

5. WuTtencupukanuss pexUMOB  KOHCOJMMJALMM  IyTeM  J00aBlIeHHs  TapreTHOU
panuorepaniuu MIBG 1131 onpaBmana y nereil ¢ HeWpoOJacTOMOW yIbTPaBBICOKOTO pHCKa M
COXpPaHEHHEM K MOMEHTY KOHCOJIMAALMHN OCTaTOYHOW onmyxouH, HakammBaromend POIL, n ynyumaer

pEe3yJbTaThI JICYEHNUS;
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6. Buenpenne BJIXT na ocHoBe THOdoOCchamuga B MpOrpaMMHOE JICUCHHUE JETeH C
MenyJUI00J1aCTOMON TIO3BOJISIET CYIIECTBEHHO COKPATHTh JJIUTEIBHOCTh TEPANUU M PelyliupOBaTh
no3y KCO 6e3 yxyauieHus pe3yabTaToB JICUCHNUS,

7. IIposenenne BJIXT xoHconumanuu etsM ¢ JiokanuzoBaHHOH CHO BBICOKOTO pucKa, a
TaK)Ke C U30JIUPOBAHHBIM METACTATHUECKUM MOPAKEHUEM JIETKUX, JTHU0O0 C €IMHUYHBIMHU OTAaICHHBIMU
MeTacTa3aMH YJIyqllaeT pe3yibTaThl IPOrPaMMHOIO JIEUEHUS;

8. Coueranue pexumoB BJIXT Ha ocHoBe Oycynbhana ¢ NpeAlIECTBYIOMIUM
KPYIHONOJBHBIM O0JIy4€HHUEM JIETOYHON TKaHU MPUBOJIUT K TSXKEJIBIM TOKCHUYECKUM OCIOXKHEHHSIM CO
CTOPOHBI JIETKHX;

9. [TpoBenenue BJIXT Ha 3Tane KOHCOMMAAMH OOECHIEUMBACT XOPOIIYI0 BBKHBAEMOCTD
JeTell ¥ MOIPOCTKOB € peuuaAnBaMu 1 pedpakrepusiMu popmamu JIX;

10. [Tposenenmne JIT wenocpeactBenno mnepen BJIXT mnepenocumo u  crmocoOCTBYET
MIPEOJIOJICHUIO JIEKAPCTBEHHON PE3UCTEHTHOCTH Y NALMEHTOB C JIOKAJIN30BaHHBIMU cTagusimu JIX;

11. [Ipumenenue pexumoB BJIXT ¢ yBenuueHMEM U «pACHICTUIEHUEM» KYpPCOBOW 03Bl
IKWITUPYIOIIETO areHTa MePeHOCUMO y JeTel C CONMUIHBIMU OMYXOJSIMH KpaifHe HeOJIaronpusITHOTO
MIPOTHO3A.

BHenpenue pe3yabTaToB HCCICA0BAHUSA

HucceprarronHas paboTa MpencTaBisieT OO0 MUPOKO(GOPMATHOE HCCIIEJOBAHUE, B KOTOPOM
aBTOPOM OIIpeieNieH CeKTp 3((HEeKTUBHOCTH aJUIOT€HHOW TPAHCIUIAHTAIIMHY, a TaK)Ke MOKa3aHa poJb
BBICOKO/IO3HOM XUMHOTEpPANUM C TPAHCIUIAHTALKUEW AyTOJOTMYHBIX TE€MOMO3THUYECKHX CTBOJIOBBIX
KJIETOK B COBPEMEHHOM IPOrPAaMMHOM JICUEHHM DPA3JIMYHBIX OMYXOJEBBIX 3a00JI€BaHUI BBICOKOTO
pucka y gaereid. Pa3paboTaHbl M BHEApPEHbl B KIMHUYECKYIO NMPAKTUKY WHIUBUAYAIU3UPOBAHHBIC
peXUMbl KOHTUIIMOHUpOBaHUs. Ha OCHOBaHMHU MONTY4YEHHBIX B padOTe IaHHBIX, B OTJEJIECHUU JI€TCKOM
TKM npoBoamics uccienoBaTeabCckuii mpoTokon mnposeneHus amnoreHHon TI'CK  gersam ¢
pa3IMYHBIMH OHKOJIOTHYECKUMHU 3a0olieBaHUAMU. Pe3ynpTaThl paboOTHl MpEICTaBICHBI B BUJE
MOCTEPHBIX M YCTHBIX JIOKJIanoB Oojiee yeM Ha 50 pOCCHHCKMX M MEXAYHapOAHBIX KOHIpeccax U
che3gax. ABTOPOM COBMECTHO C COaBTOpPAMM HalMCaHa IJlaBa MO TPAaHCIUIAHTALUK T€MOIO3THYECKUX
CTBOJIOBBIX KJIETOK y JIeTell B cocTaBe HalroHanbHOro pyKoBOACTBa IO 1€TCKOM OHKOjIoruu B 2012r.

Anpodanus

Huccepramnus anmpoouposana 14 nexadbps 2018 roga Ha coBMeCTHOW HaydyHOW KOH(PEPEHIIUN C
y4acTUEM OTJIEJeHMs] peaHUMallid U MHTEHCUBHOW Tepanuu (TpaHCIUIAaHTAllMM KOCTHOTO MO3ra) U
OTJeNIeHUs] XUMHUOTEpanuu remMobiacto3oB ¢ rpymmoi omyxosneid IIHC otnena xumuortepanuwu,
otnenenuii Ne 1 (omyxoseit ToJoBBI U 1ieH), 2 (OMyXoJiel Topako-abJIOMHUHATLHON JTOKaTu3aln) u 3
(omyxoJielt OOPHO-ABUTATEIBHOIO almapara) oT/esa o0IIe OHKOJIOTHH, OT/AEIECHUS aHECTE3UOJIOTUU

Y peaHUMalvu, PaauoJIOrHYeCcKOro OTACIeHUs, peHTreHoguarnoctuyeckoro oraenenuss HUM nerckoit



8

OHKOJIOTMM W TIEMaToJIOTMH; OTAeNa TeMaTOJOTMH M TPAHCIUIAHTAlMM KOCTHOTO  MO3ra,
xupyprudeckoro otaeneHuss Nel (omyxomneil OMOpHO-ABUTATENBHOIO ammapara) OTaena oOIIei
OHKOJIOTHH, OTAEJCHHUS HEHPOXUPYPIUYECKOro (OHKOJIOTHYECKOT0), JIaOOpaTOPUN HMMMYHOJIOTUU
reMoIiod3a I[EeHTPAIM30BaHHOTO KIMHHUKO-TaboparopHoro otaena HUWM kianHMYECKON OHKOJIOTHH
nmenu akanemrka PAH u PAMH H.H. TpanesnukoBa, kadeapsl AETCKOH OHKOJOTUH (henepanbHOro
roCy/1apCTBEHHOTO OIO/IKETHOTO 00pa3oBaTENHLHOTO YUpEXKIEHUS JIOTIOJTHUTEIBHOIO
npodeccuoHaabHOro  obpasoBanus  «Poccuiickas ~ MEOUIMHCKAs  aKaJeMusi  HEMPEPbIBHOTO
npodeccuoHansHOro 00pazoBanuss» MuHHUCTEpCTBA 3/1paBooxpaneHus Poccuiickoit @enepaiuu.
My6oaukanumn

Pesynbrarel uccnenoBaHus wusnoxkeHel B 30 meudaTHeIX paborax, u3 Hux 10 crareit

oIy0JIMKOBaHO B XKypHaJaX, peKOMeHJ0BaHHBIX nepeuHeM BAK nmpu Muno6puayku Poccun
O0beM 1 cTpyKTYypa padoThl

Huccepranus uznoxeHa Ha 233 CTpaHHIIAX MAIIMHOMMCHOTO TEKCTa, colepkutT 111 pucyHKOB,
28 tabmun, cocTouT U3 TiaB: «BBemeHuey», «O030p IUTEpaTyph», «XapaKTePUCTUKA MAIMEHTOB U
METOJIOB MCCIEIOBAaHUSA», JBYX TIJaB, IOCBSIIEHHBIX Pe3ynbraraM uccieloBaHUS, TJIaBbl

((3aKJ'II-OLICHI/Ie», «BBIBOI[BI», «Cnncok JIUTEPATypPbD»). Crmcok JINTCPATYPhI BKIIKOYACT 182 ncrounuxka.

COJIEP)KAHUE JJUCCEPTAIIMOHHOM PABOTBI
MarepuaJibl 1 MeTOAbI HCCJICIOBAHUS
Bricokog03HAs1 XUMHOTEPANINSI KOHCOJIUAALMY ¢ TPaHcIuianTanuei ayroornynbix I'CK'y
AeTel ¢ COJIMAHBIMH OIYX0JISIMU BBICOKOI0 PHUCKA, peluAMBaMH 1 pedpakTepHbIMHU (popmamu
JuM@poMbl XOIKKUHA
Capkoma FOunza

XapaKTepUCTUKA I'PYIIILI

B uccnenoBanue BkIOUEeHO 73 manueHTa ¢ HEOIAronpuATHBIMH (GopmaMu capkombl FOuHra:
63 (86%) — c BuepBbie BhIsBICHHBIM 3a00neBanueM u 10 (14%) — ¢ pernunuBoM. Menuana Bo3pacrta
nanueHToB coctaBuia 11,5 (3-16) ner. U3 63 mauuenToB ¢ nepBuyHoi capkomoit Ounra y 36 (57%)
OIyX0Jib ObliIa JTOKaI30BaHHOM U y 27 (43%) nmanueHToB 3a0ojeBaHue ObLJIO AUCCEMUHHUPOBAHHBIM.
VY Bcex MNalueHTOB C MNEPBUYHO-JIOKAIW30BAaHHOM CTaaMeld CapKOMBI BBIIOJIHUTH pPaUKaIbHOE
ONEPATUBHOE BMEIIATEIBCTBO HE MPEACTABISUIOCH BO3MOXKHBIM. M3 36 manueHToB C JOKaIN30BaHHON
capkomoil IOmHra mnopaxkeHne KOCTEH OCEBOr0 CKeJeTa PETHMCTPUPOBANOCh Yy 32, MOpakxeHHe
TpyOUaThIX KOCTEH KOHEUHOCTE! — y 2, mopaxeHue pedep — y 2. Haubosee yacto onmyxosis nopaxkana
tazoBoe Konbio — 19 u3 36 (53%). Ilomumo mopaxkenus Taza, y 6 (17%) nammeHToB capkoma
nmopakaja KocTu 4eperna, y 5 (14%) — mo3BoHO4HBIN cT0JIO, ¥ 3 (8%) ObLIa BBIABIICHA HEOTIepabeIbHAas

omyxoib TuiedeBoi obmactu, y 1 (3%) — HeomepaOenbHas omyxosb Oempa u eme y 2 (5%) —
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nopaxenue pedep. Cpenu 27 NallMEHTOB C NEPBUYHO JUCCEMUHUPOBAHHBIMM CTAUAMM 3a00J1€BaHUs
y 11 (41%) meracra3pl mopaxaiu TOJBKO TKaHb JIETKMX, y OCTaubHbIX 16 (59%) nanueHtoB
pPErUCTPUPOBANIACH JUCCEMHHALIMS OIYXO0JIEBOTO IIpoLiecca M0 KOCTHOMY Mo3ry U KocTsaMm. Cpeau 10
NAIMEHTOB C PELMIMBOM CapKOMBI Y 5 OIyX0Jib HOCHJIA JIOKAJIM30BaHHBIM XapakTep M TaKke y 5 —
JMCCEMUHHPOBAHHBIM. Y BCEeX MAIMEHTOB C JIOKAJIU30BaHHbBIMU (QopmaMu capkoMbl HOuHra B
peuuauBe paJuKaIbHOE XUPYPrHUECKOE JICUCHHE MPOBECTH OBLIIO HEBO3MOXKHO HM3-32 JIOKAJTU3AIHH
omyxonu. B ciydasx QUCCEMHHHPOBAHHOTO peuuanBa B 3 M3 4 ClydyaeB OTMEYaJOCh MOPAKECHUE
KOCTHOT'O MO3I'a U KOCTEH U JIMIIb B OJIHOM CiIydae OblI0 0OHApYKEHO MOPaKEHUE TOJIBKO JIETKHX.

Jlnarnoctuka

Bcem mamumentam uarHo3 Omyxoid ceMeiicTBa capkombl lOwHra ycraHaBiuMBaics Ha
OCHOBAaHUU THCTOJIOTHYECKOTO UCCIIETIOBAHHUS oOpasua OITyXOJICBOM TKaHH,
UMMYHOTMCTOXUMHYECKOTO HCCIEIOBAHUS TKAaHEBBIX CPE30B, LIUTONEHETHYECKOI0 HCCIEelIOBaHUsA, a
npu ero HeuHpopmatuBHocTH, FISH nns BeisBrnenus tpancmokamuu t(11;22)(q24;q12)/EWSRI1-FLI1
u  t(21;22)(q22;q12)/EWSR1-ERG. MecTtHast pacnpOCTpaHEHHOCTh ONYXOJIH H  OTHAJICHHOE
METacTa3sUpOBAaHUE  OLEHUBAJIOCh € IOMOLIbIO  BU3YAIM3UpPYIOUIMX  uccienoBanuilt:  Y3U,
pentrenorpadus u KT, paguocuuHTHrpadus KOCTHOW CUCTEMBI C %Tc, MPT. OGs3aTebHbIM ObLIO
LIUTOJIOTMYECKOE MCCIIEJOBAHNE KOCTHOTO MO3Ta U3 HECKOJIBKUX TOYEK.

Cxema JIeueHus

Jlu3aliH NpoOTOKOJIa, IO KOTOpPOMY IOJydald JIeYeHHWE NalueHTbl ¢ capkomoil FOwHra,

MMpCaACTaBJICH Ha PI/ICYHKG 1

HHIVKTHBHAA XIIMHOTEPAIIIA KOHCOJIMJTAIA

| OTIEPATLHSA

JT BXT c penndysuei
541I'p Ha NEepPBHYHYIO IICK
onyxoas + JIT BHa
MeTacTa3bl

JIT 12T'p Ha Jerkue

Pucynok 1 - JluzaiiH mpoTokosia JIe4YeHHs MAMEHTOB ¢ HeomnepadeslbHOol (opMOl capKOMBI

IOwunra.

[TanieHTHI, BKJIIOYEHHBIE B  HWCCIEAOBaHHWE, TIONYYaldd OJWH W3 TPEX PEKUMOB
KOHIUITUOHUPOBAHHS:
1 — Bu/Mel: 6ycynbdan 4 mr/kr/cyt B auu -7, -6, -5, -4, KypcoBast 1o3a 16 mr/kr + mendanan 70

MF/MZ/CYT B JHU -3, -2, KypcoBas no3a 140 Mr/MZ; n=28
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2 — Bu/Mel/TT: 6ycynbdan 4 mr/kr/cyt B nuu -7, -6, -5, -4, kypcoBast 103a 16 mr/kr + mendanan
70 MF/MZ/CyT B IHU -3, -2, KypcoBas no3a 140 mr/m® + tuodochamun 300 MF/MZ/CyT B JHHU -3, -2,
KypcoBas 103a 600 MF/MZ; n=20

3 — Bu/Mel/VP: 6ycynbhan 4 wmr/kr/cyr B guu -7, -6, -5, -4, KypcoBas mo3a 16 mr/kr +
Mmendanan 70 MF/MZ/CyT B JIHHU -3, -2, KypcoBas go03a 140 Mr/m2 + storo3un 1000 MF/MZ/CYT B JIHU -3, -
2, kypcoBas 1o03a 2000 MI‘/MZ; n=24.

JomnonaurensHo y | mammenta Oycynbdan ObUT 3aMEHEH Ha Tpeocyib(haH B KypCOBOW 103€
40000 mr/m? u MIPUMEHSJICS B COYETaHUH ¢ MeJi(hailaHOM B KypcoBoi no3e 140 Mr/m>.

Orienka TepaneBTruyeckoro 3ddexra

Onenka »>¢dekra Ha JEUYCHHE TNPOU3BOAMIACH TOCHe KaxIbix 2-x KypcoB [IXT:
(UKCUPOBAUCH JUHAMUYECKUE U3MEHEHHUSI Pa3MEpOB OCHOBHOTO OITYXOJIEBOI'O OdYara, KOJU4ecTBa U
pa3MepoB MeTacTaszoB. s oueHkH 3¢ dexTa Ha TeueHrne MPUMEHSIINCH T€ K€ METObl JUarHOCTUKH,
4YTO W IpU MEepBUYHOM oOcienoBaHuu. VccrnegoBaHue KOCTHOTO MO3ra, B CIIy4ae €ro MopakeHus,
npoBoIWIIOCH mociie Kaxaoro kypca IIXT, ¢dukcupoBanmace nara caHamud KOCTHOTO MO3ra OT
OMYyXOJIEBBIX KJETOK. IIpy OTCYTCTBMM HWHUIMAIBHOTO TOPAXKEHHUS KOCTHOTO MO3ra €ro
LUTOJIOTHYECKOE HCCIEIOBAHHE NPOU3BOAMIIOCH IMocie Kaxaoro Broporo kypca IIXT. Ilocne
OKOHYAHMS CIEIUMaIbHOro JieueHus: mpooawiochk Y3U, pentreHonorudyeckuii uau MPT koHTposib
MIEPBUYHOTO OIYXOJICBOTO OYara ¥ METacTa3oB, PCHTTeHOrpa(usi OpraHOB TPYTHON KICTKU KaKIbie 2
Mec. Ha | romy HaOmoneHUs, Kaxable 3 Mec. Ha 2 romy HaOmroaeHus, | pas B 6 mec. Ha 3 roay
HabmoneHus u 1 pa3 B rox B nocnenyromue rogsl. [lpu nogo3pennn Ha peruaus 3aboneBanus — KT
nin MPT nepBHYHOro OIMyXOJEBOIO OYara, OPraHOB I'PYAHOW KIJIETKH, METAaCTaTHYECKHUX OYaroB U
JIpyrue HeoOXOAMMbIE UCCIIETOBAHMUS.

Kpurepuu oTBeTa Ha jJeueHHe:

. BeipaxxenHblit kinHu4eckuil 3¢ ¢ext: perpeccus onyxonu 6osee 80%, ncyesHOBEHUE
BCEX BHEKOCTHBIX OITyXOJIEBBIX O0YaroB; IO JAQHHMBl METOJOB BH3YyalIW3alUH, IIOJOKUTEIIbHAS
JUHAMHKa B BUJE MCUE3HOBEHHUS MATKOTKAHHOIO KOMIIOHEHTa OIyXOJHM, YMEHbBIIEHHE OYaroB
JECTPYKIUU B KOCTH.

= YacTuuHbll KIMHUYECKUH >PdexT: peaykuus Oonee 50% omyxoseBoil Macchl IO
CPaBHEHHMIO C IEPBOHAYAIbHO JMArHOCTUPOBAHHBIM O0BEMOM MPOAOKUTEIBHOCTHIO HE MeHee 2
Henenb. OTCYTCTBYIOT HOBBIE OIYXOJIEBbIE OUar.

. Crabunuzamust  3aboneBanus: peaykumst < 50% wnm  yBenmumuenue < 25% ot
NEepBOHAYAILHOTO 00BEMa OIYXOJIH JIIsl BCEX M3BECTHBIX 0YaroB.

. [Tporpeccust 3aboneBaHus: yBenuueHue > 25% OT NepBOHAYAIBHOTO oOBEMa

MOPAKCHHUA UJIU IMOABJIICHHE HOBBIX METACTA30B.
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Heiipoonacmoma

XapakTepUCTUKA I'PVIIIILI

B uccnenoBanue BKITIOYEHO 66 MAlMEHTOB ¢ HEOIArOMPUATHBIMUA (hOpMaMH HEHPOOIACTOMBI:
62 (94%) — c BrepBbic BbIABICHHBIM 3a0osieBaHreM U 4 (6%) — ¢ peruauBoM. ['pyra manueHToB
coctosia u3 31 aeBodku M 35 ManpuMKOB. Menuana Bo3pacTa manueHToB coctaBmia 4 (1-15) mer. U3
62 manueHToB ¢ mepBUYHON Helpobiaactomoir y 7 (11%) omyxomns Oblia JTOKAJIM30BAHHOM, OJIHAKO,
ormeuanack amrumdukamus rena N-MYC, u y 55 (89%) mnanuentoB 3aboneBanue OBLIO
JIMCcCeMUHUpOBaHHBIM. Cpenu 4 ManueHTOB ¢ PEIUIMBOM HelpoOsacTombl y 1 oTMmedarncs BTOpOM
JIOKAJIbHBIN penuauB B 00JIaCTH Ta3a, y 3 — OIyXoJib Oblila AUCCEMUHUPOBAHHON. HUKTO U3 manueHToB
C peluaIMBOM HEHPOOIACTOMBI, BKIIOUEHHBIX B HACTOSAIIECE MCCIEAOBAHHUE, IPU MEPBUYHOM JICUCHUU
He mnonyyan BJXT. I'pynny yabTpaBeicOkoro pucka coctaBuian 58 (88%) mnaimueHToB c
JTUCCEeMHUHALIMEN MEPBUYHOM OMyXO0JIM MO KOCTSM CKeJeTa, JIM0O0 ¢ PeluIMBOM 3a00JIeBaHUsl.

Jluarnoctuka

JlnarHo3 cTaBWJICS Ha OCHOBAaHMM MMKPOCKOIMYECKOI'O HCCIEIOBAHUS OHOITaTa OMYXOJH, B
X0Jle¢ KOTOpPOrO TIPOM3BOJMIIACH OICHKA CTemeHn Au((EepeHIUPOBKHA OIyXOJEBBIX  KIIETOK,
omnpenenaeHue KoiaudecTBa cTpoMsbl, nHaekca MKI (MuTo3b1/kapropekcuc), a Takxke npopoauiaack MT'X
C OmpenelieHHeM MapKepoB HelpoHanbHOU updepeHIUpoBKU. AMITUGUKALNUS B OMYXOJEBBIX
kiaerkax rema N-MYC ompenemsmace ¢ momompto FISH wmm TIHP. B Oonee mo3muHux rpymmax
nanrenToB (mocne 2012 T) mpOM3BOAMIIOCH TAaKXKE€ MCCIEIOBAHWE KIIETOK OIYXOJW Ha HaJudue
neneuuid 1p36 u 11923. MecTHasi pacnpocTpaHEHHOCTh OIMYXOJIM M OTAAJICHHOE METacTa3MpOBaHHE
OIICHMBAJIOCh C TMOMOIIBI0 BHU3yanu3upyomux wuccienoBanuit: Y3U, pentrenorpadust umm KT,
cuuaTUTpadun ¢ MIBG 123 (y 10-15% manueHToB AMAarHO3 yCTaHABIMBAJICS HA OCHOBE KIIMHUYECKON
KapTHUHBl U HaKOIUJIEHUS OIyXO0JIeBOM TKaHbio crnenuduyeckoro POII, onHako mocne ynaneHus
OITYXOJHM TPOU3BOJMINCH HUCCIENIOBAaHUS TKAHU B BBINIEYKa3aHHOM oOBbeme). OOsi3aTeNbHBIM OBLIO
IIUTOJIOTUYECKOE UCCIIEIOBAaHHE KOCTHOTO MO3Ta M3 HECKONbKUX (MHUHUMYM, U3 4-X) Touek. [lomumo
CTaHJAPTHBIX JA0OpAaTOPHBIX AaHAJIM30B, NPU BKIIOYEHHH B HCCIEIOBAaHUE Y BCEX IAlMEHTOB
OTIPEeNIeISITICHh KaTeX0JIaMUHBl B MOYE M YPOBEHb HEHpOHOCTIEIN()UIECKOI SHOIA3bl B KPOBH.

Cxema JeueHus

Cxema MMPpOrpaMMHOTI0 JICHCHUS TMAIlUCHTOB C HeﬁpO6HaCTOMOﬁ BBICOKOI'O puUCKa 1/1306pa>1<eHa

Ha PucyHke 2.
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BIXT
XT#5 B | |
OTEpATE @ ayTo-TT'CK T

PucyHnok 2 - Cxema nporpamMMHOTO JICYEHHS TTAIIUEHTOB C HEUPOOIACTOMOIM BEICOKOTO PUCKA

Ipumeuanus: * - coop I'CK ocywecmensncs nocie 2-e0 kypca XT unoykyuu, 1ubo He pauee
yem uepes kypc nociae canayuu KM; 1 - MIBG-mepanusa nposoounace ruws nayuenmam ¢ 4 cmaoueti
u Hanuyuem neped B/[XT ocmamounoii onyxonu, naxaniusaroweu PDII.

PexxumMbl KOHAMIIMOHUPOBAHUS, TMPUMEHSIEMBbIE B TPOTPAMMHOM JICUCHUHU TIAIIMEHTOB C
HelpoOaacToMoi, peacTaBieHsl B Tadmmie 1.

Ta6auna 1 - Pexxumsr BAXT, npuMeHseMble y NalleHTOB ¢ HeHpoOIacToMoit

CokpaiiieHHOe Cxema No
Ha3BaHUE [AaLAEHTOB
Bu-Mel Oycynethan 4 wmr/kr/cyt gam ¢ -7 mo -4, KypcoBas no3a 16 wmr/kr + 11
mendanan 70 MF/MZ/CyT B JIHHM -3,-2, KypcoBas j103a 140 Mr/m?
MEC sromnto3un 700 MF/MZ/CyT B JHH -5,-4, KypcoBas no3a 1400 mr/M° + 7

mendanan 70 Mr/mMY/cyT B IHE -3,-2, KypcoBasi 103a 140 mr/m® +
kap6oruatua 1000 mr/m/cyT B auu -3, -2, KypcoBast 103a 2000 Mr/m’

MET storno3ux 700 MF/MZ/CyT B JHHM -5,-4, KypcoBas no03a 1400 mr/M° + 7
mendanan 70 Mr/mMY/cyT B IHE -3,-2, KypcoBasi 103a 140 mr/m® +
trodochamin 300 Mr/vP/cyT B HH -3,-2, KypcoBast 03a 600 mMr/m’

Cy-TT uukrodocdamu 3000 Mr/m/cyT B aHH -6,-5, KypcoBast 103a 6000 mr/m” + 2
trodocdamug 300 mr/m?/cyt B aHH -4,-3,-2, Kypcosas 103a 900 mr/m’ +

Treo-Mel tpeocymbdan 10000 Mr/m*/cyT B aHH -6, -5,-4, KypcoBast g03a 30000 mr/m’ 36
+ mendanan 70 mr/m>/cyT B tuu -3,-2, Kypcosas 103a 140 mr/m®

TT-TT-Carbo tuodochamu 300 MF/MZ/CYT B quu -10,-9,-3,-2, kypcosas no3a 1200 Mr/M° 1
+ kapbommarus 510 mr/m/cyT B aau -3,-2, KypcoBas 103a 1020 mr/m?

Treo-Treo-Mel | tpeocymbdan 10000 mr/m*/cyt B auu -10,-9,-3, -2, kypcoBast mo3a 40000 2

Mr/m* + mendanan 70 Mr/mM*/cyT B IHH -3,-2, KypcoBas g03a 140 mr/m

O1eHKa TepaneBTUUCCKOTO Bd)d)eKTa

Onenka 3¢ ¢dekra Ha JIedeHne NPOU3BOMIACK TTOCKIe KaxabIX 2-X KypcoB [IXT, nepen u mociue
BJXT xoHCconmuaanuu, a Takke Mo 3aBEPIICHUH JICUeHUs: PUKCUPOBAIUCH JUHAMUYECKUE U3MEHEHUS
pa3MepoB OCHOBHOI'O OIIyXOJIEBOI'O 04ara, KOJMYeCTBa U pa3MepoB MeTacTa3oB. [l oneHku 3¢pdexra
Ha JIeYeHHE MPUMEHSUIUCH T€ K€ METO/bl AUArHOCTUKH, YTO U MPH MEepBUUHOM oOcienoBanuu: Y3U,

|123

pentrenorpadus wiu KT, MPT, ckanupoBanue ¢ MIBG 1", onpenenenue ypoBHs KaTeX0JaMHHOB B

moue. HMccmenoanme KM mpoBogmnock mocne kaxaoro kypca IIXT, B ciaywdae ero mopaxeHwus,
¢dbukcupoBanack qata caHaruu KM ot omyxosneBbix kiaeTok. [lociie okoHYaHus CrIeUaaIbHOTO JICUCHUS

|123

npoBogwioch Y3, pentrenonoruueckuit miu MPT, a takke MIBG KOHTPOJb IEPBUYHOTO

OIMYXOJICBOT'O Oo4Yara U ME€TacTa3oB, a TAKKC OMPCACICHUC KATCXOJIAMUHOB B MOYC KAXKIbIC 3 mec Ha 1
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rojay HaOMIOAeHUs, K Ible 6 Mec Ha 2 u 3 rogax HabmoaeHus, 1 pa3 B 6 Mec Ha 3 Toay HAOIIOACHUS
u 1 pa3 B rog Ha 4 u 5 romax HaOmoaeHus. llpu TomO3peHMHM HA pEHHUIWB 3a00JIEBaHUS
MPOU3BOIWIOCH 00CIeNOBaHUE TIO CTAaHAAPTHOMY QJITOPUTMY JHATHOCTUKUA HEHPOOIIacTOMBI,
OTNIMCAaHHOMY BBIIIIE.

KpuTepnu oTBeTa Ha JICUCHUE

[TosiHBII OTBET — IOJIHAS PErPecCUsl U METACTA30B, KaTEX0JIaMUHbI B MOUYE B HOPME;

. Bripaxxennsiii 3¢ ekt - ocHOBHast oIyxoJib yMeHbImiIack Ha 90-99%; Her meTtacrasos;
KAaTeXO0JIAMUHBI B MOYE B HOPME, OTCYTCTBYET nopakenne KM;

J Yactuunelii 3¢dexkr - ymeHblieHHE pa3MepoB OCHOBHOW omyxomu Ha 50-90%,
KOJIMYECTBO METACTa30B YMEHBIIIIOCh > 50%, mpusHaku nopaxenuss KM He Oosee 4yem B OJHOU u3
UCCJIETyeMbIX TOYEK;

o CMmenranHplii 3QQEKT - HET HOBBIX OYaroB IOPaKEHHs, YMEHBIICHHE pPa3MEpOB
ocHOBHOI omyxonu Ha 50-90%; ymeHbIlIeHHE KOJIMYEeCTBAa METACTATHUECKUX O4YaroB MEHee 4eM Ha
50%, yBenu4eHHEe KOJIMYECTBAa METACTATUIECKIX 0UaroB MeHee ueM Ha 25%;

o OtcyrcTBUe >(dekra - HEeT HOBBIX 0YaroB mopakeHus. OTCYTCTBHE M3MEHEHHH WU
COKpallleHHE pa3MepoB MepBUYHON omyxoiu meHee 50%; yBelanueHHe KOJIMYECTBAa METaCTaTHUYECKHIX
oyaroB meHee 25%);

e [IporpeccupoBanuie 00JIe3HU - TOSBIIEHUE HOBBIX OYaroB MOPAXKEHUS; YBEIUYCHHE KOJIUYECTBA

MeTacTaTU4YecKuX o4yaros Oosiee ueM Ha 25%, nosiBiienue nopaxenus KM.

Jumgpoma Xooxnckuna

XapaKTEePUCTUKA TPVIIIIEI

B uccnenoanue BxiatoueHo 30 manueHToB ¢ peuuauBaMu U pedpakrepasimu popmamu JIX, 18
ManbuuKoB U 12 neBodyek. Menuana Bo3pacta coctaBuia 16 (4-20) ner. Peuuaus cuutancs paHHuM,
€CJIM OH JAMArHOCTHUPOBAJCA B Nepuol OT 3 1o 12 mec. mocie 3aBepLIeHUs NEPBUYHOIO JICUYEHHUS U
NO3JHUM, €CJIM BO3HUKal Mo3faHee. ['pynmy OOJNBHBIX C TNEPBUYHO-PEPPAKTEPHBIM TEUYEHHUEM
3a00JIeBaHNs COCTABUJIM TMALIMEHTHI, HE JOCTUTIINE PEMUCCUHU TOCJIE MPOBENCHUS HWHULHAIBHON
Tepanuy WIu Te, y KOro nporpeccupoBanue 3a0oaeBaHMsl ObLIO 3aperuCTPUPOBAHO HE MO3/Hee 3 Mec.
OT OKOHYAHUS MIEPBUYHOTO JICUCHHUS.

Cpemu 30 maumentoB y 11 (37%) Obuia 3apeructpupoBaHa nepBuUUHO-pedpakTepHas dhopma
3aboneBanus Uy 19 (63%) — peruaus 3adoneBanus. U3 19 nmanuentoB ¢ penuauBom JIX y 4 Ob1
3aperucTpUpOBaH paHHUM peuuauB U y 15 — mo3mguuid. [lpusHaku pedpakTepHOCTH OMyXOIU K
XUMHUOTEpanuy Npu penuanBe 3adoneBanus orMedeHbl y 12 u3 19 (63%) mamueHToB. Y BCeX ITHX
MAIMEHTOB IOCJIe Tepanuu HHIYKIUH MOJIHOro 3¢ddexkTa NOCTUTHYTO HEe Obulo. Y 7 OCTalbHBIX

nanuenToB ¢ penuauBamu JIX na MomenT Hadana BJIXT mpusnakoB omyxomu He Obuto. Takum
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o0pa3om, mpu3HaKku pedpakTEpHOCTH OMYXOiH K Tepanuu otMmevanuch y 23 u3 30 (77%) nanueHToB.
M3 11 manueHToB ¢ mepBUYHO pedpakrepHbiMu Gopmamu JIX y 5 yaanock AOCTHYB MOJHOTO OTBETa
nepen HawanoMm BJIXT. Takum obpazom, u3 30 manuentoB y 18 (60%) manuentos k Hawamy BJIXT
MUMEJIHChH MTPU3HAKKA OCTAaTOYHOM OIMyXOJIH.

Jluarnoctuka

JluarHoctuka TEpPBUYHOM OMYyXOJM M PEHUAMBA MPOU3BOAWIACH MPH THUCTOJIOTHYECKOM
UCCJICIOBAaHUH OMOTICUITHOTO MaTepuana ¢ obs3atensHbM MI'X uccneqoBanneM TKaHU omyxomu. Jlis
OLICHKM CTENEHH paclpOCTPaHEHHOCTH 3a0o0JieBaHHMsS HAa MOMEHT Haudaja XHMHOTEpanuu
MCIIOJIb30BAJIMCh CleAylonme MeTo/bl uccienoBanusd: ¥Y3W 3o0n nopaxenus, KT opranos rpymHoit
KIETKA W/uiau OpIOIIHOM TOJNIOCTH C BHYTPHBCHHBIM KOHTPACTUPOBAHUEM, PATUOU30TOIHOE
uccienoBanre KOocTHol cuctemsl ¢ 99Tc, paguon3oronHoe rccieaoBanue Beero Tena ¢ 67Ga, MPT ¢
BHYTPUBEHHBIM KOHTPACTUPOBaHHEM. Y 4YacTH MAIMEHTOB MPUMEHSJICS METOJA MO3UTPOHHO-
SMUCCHOHHON Tomorpaduu, coBMmemeHnHoi ¢ KT-uccnemoBanumem (IIDT-KT) ¢ paanoakTuBHBIM
U30TOIOM 2-11e30KCH-2-[hTop-18]-hropo-D-riroko3oii (18-D/IIN). VkazaHHbIE METOABI UCCIICAOBAHUS
MPUMEHSIIUCh KaK ISl TIEPBUYHON JTUArHOCTUKU PACTIPOCTPAHEHHOCTU OMYXOJIM, TaK M JIsl OLEHKH
OTBETA Ha JICYCHHE U JUArHOCTUKH PEIUIUBOB.

Cxema JeuyeHus

Cxema mpoTOKOJa JICYCHHS IALMEHTOB C penuauBamMu U pedpaxrepasiMu popmamu JIX

npezcrasieHa Ha Pucynke 3.

ICE#2
BIXT
HIH
ayro-TT'CK AT
ViGePP#4

Pucynok 3 - Cxema mpoTOKOJa J€UEHUS MAIMEHTOB C PEUUIMBAMU H pePpaKTepHBIMU
dbopmamu umMdpomMbr X0IKKHHA

Ipumeuanus.: * - coop I'CK ocywecmensancsa nocie nepsoeo kypca XT unoykyuu.

Pexumer B/IXT, npoBoaumMble nmanueHTam:

° Pesxxum ARA-C-Mel Brimrouai: nurozap 1000 MF/MZ/CyT Kakaele 12 gacoB B nHU -5,-4,-
3,-2 (xypcosas no3a 8000 mr/ M2) + mendanan 70 MF/MZ/CyT B 1HHU -3,-2 (KypcoBas no3a 140 mr/ MZ);
n=20

. Pexxum VP-Mel Brimowan: Benezua 700 MF/MZ/CyT B HU -5,-4 (kypcoBas no3a 1400 mr/

M%) + mendanan 70 mr/m/cyt B xuu -3,-2 (KypcoBast 1o3a 140 mr/ mM2); n=7
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) PubomycTuH-conepxamue pexumbl: OeHmamyctuH 160 MF/MZ/CYT B 1aHHA -5,-4
(xypcoBas nmo3a 320 mr/ M2) + mendanan 80 MF/MZ/CYT B HU -3,-2 (KypcoBas no3a 160 mr/ M2) WIIH
muknopocdan 2000 mr/m?/cyt B nHu -4, -3,-2 (kKypcosast 103a 6000 mr/ M%), n=3.

OieHka TepaneBTuyeckoro b dexra

OlnieHKa COKpallleHHs pa3MEpOB OIYXOJIM MPOBOJWIIACH TOcie 2 KypcoB MHAYKTUBHON XT,
1ocJjie €e OKOHYaHUs, IMOCJe 3aBepLIEHUs] BCEM MpOorpaMMbl JieueHus, Jlajee Kaxiable 3 Mmecsla B
TEUYEHHUE NIEPBOTO T0/1a HAOIIOJCHHUS, 3aTeM pa3 B 6 MecsleB B TeUCHHE BTOPOTO roaa u nanee 1 pas3 B
T'OJ] 10 3aBEPIICHHS TATUIICTHErO nepruoa HabmoaeHus. C 3Toi 1elbio MPOBOAMINCH UCCIISIOBAHUS,
aHAJIOTUYHBIE TMPUMEHSIEMBbIM MpH nepBuuHOi auarHoctuke: Y3U, KT ¢ BHyTpuBeHHBIM (B\B)
KoHTpactupoBanuem, MPT ¢ B\B KOHTpacTHpOBaHHEM, CKAHUPOBAHHUE C *"Ga, ®Tc, IIT-KT.

Kputepun orsera Ha jieueHue

o nonHblil otBeT (I1O) - cokpalieHne onmyxoJieBbIX Y3J0B 10 pa3Mepa MaKCUMAallbHOTO
y371a MeHee 2 CM;

o yactuuHblid oTBeT (UO) — cokparieHue o0beMa OIyXOJeBbIX Y3JIOB HE MEHee 4eM Ha
50% oT mepBOHAYATBLHOTO 00BEMA;

o cTabmiIn3anus — COKpalleHue pa3mMepoB omnyxonu 6osee ueM Ha 50%, 10 CpaBHEHUIO €
NepBOHAYAILHBIM pa3MepoM, HO MeHee 4eM corjacHo kputepusim I10; yBenmueHune pazMepoB
OITyXOJIM MEHee 4eM Ha 25%, 10 CPaBHEHUIO C MePBOHAYAIBHBIM Pa3MepOM;

J MpOTrpeccupoBaHie — YBEIMYeHHE oObema omyxonu Ooiee uwemM Ha 25% oOT
nepBoHayajibHOro oobema. i ouaros MeHee 1 cM B HanOoJbIIEM U3MEPEHUU — yBEIMUYeHHE 10 1,5
cM u boree.

Pesynbrarel uccnenoBanui, nonyueHHbIXx mnpu [I9T, oneHuBanuch MONTYKOJINYECTBEHHBIM
METOJIOM C ITOMOIIIBIO pacyeTa CTaHIapTH3UPOBAHHOTO Mmokasatens Hakorutenus SUV (standard uptake

value) 1 Bu3yanbHBIM METOJIOM 10 5-6ayutbHoi mkane Deauville.

Meoynnobracmoma

XapaKTEepPUCTUKA TPVIIIIEI

B nacrosmee ncciaenoBanue BkioueHo 30 NanMeHToB ¢ MEAYyUI00J1aCTOMON BBICOKOW TPYIIIIBI
pucka: 19 manpunkoB u 11 geBouek. Menuana Bo3pacrta cocraBuia 6 (1-16) ner. ['pynmy muammiero
Bo3pacta (< 4 net) cocrapinsiu 5 (17%) nanueHToB.

Bce mnamumentsl Ha mepBOM JTarne OBUIM  MPOONEPUPOBAHBI, OOJBIIMHCTBO MOJYYHIH
oneparuBHoe JyeueHne B PI'bY «HMMUL] welipoxupyprum um. ak. H.H. bypnenko» Mwun3zapasa
Poccun. Ha nepBom 3Tane npon3BoaAMIOCH yAaJI€HUE OMyX0JH 3aHel yepenHoi ssmku (3US), BTOpsIM

9TallOM yAaJIAJINCh pe3eKTa6eJ’ILHBIC METAaCTa3bl B TOJIOBHOM MO3I€C. I[I/Ial“HOS CTaBHUJICA HA OCHOBAHHH
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TUCTOJIOTHYECKOTO 3aKJIIOYEHHsST OmyxoJieBol TkaHu, MI'X W MOJEKYJISIpHOTO HCCIEAOBAaHUS C
onpeneneauem amruudukauu N-MYC, C-MYC, a taxxe Hamuuus iS017.

CragupoBaHue ONYXOJM OCYIIECTBISIOCH MO mapamerpaM R (crenens pesexkuumn) u M
(MeracTaTueckuii mpouecc), Ha ocHoBanuun MPT, ¢ BHYTPUBEHHBIM KOHTPAaCTUPOBAHUEM,
MPOBOAMMOM J10 U 4yepe3 24-72 4 mocie onepaiuu, a Takke Ha OCHOBAaHUM MCCIIEIOBaHMSI JIMKBOPA HE
panee, uem uepe3 14 nuei mocie oneparuu.

I'pynna BBICOKOTO pUCKa ONPEeIIAIach OJHUM U3 CIEIYIOIUX OKa3aTeICH:

. MeTacTaTuyeckas onyxoib (M+);

. oCTaToyHas omyxosb nocie onepanuu (Ry);

J HeOIaronpusTHas THCTOJIOTHS (anamnactuueckas KpPYIHOKJIETOYHas,
MeYJUIOMHOOIaCTOMA);

. renerudeckue GaxTopsl (ammmnpukamus N-MYC, C-MYC, a takxe Hannuune i1S017).

Bapuantst M cratyca: Mg — maHHBIX 3a MeTacTaTHYECKMM mporecc HeT; Mp — Haiuuue
OIYXOJIEBBIX KJIETOK B JIMKBOpE; My — HalMyMe WHTpaKpaHHUAJIbHBIX METAcTa3oB Omyxouu; Mz —
HAJIMYUE METAaCcTa30B OINYXOJdM B BEIIECTBE CIMHHOTO Mo3ra. 3a ocTaTouHyioo omyxoib (Rj)
TPaJMLIMOHHO MPHUHUMAJACh OMYyXOJlb, COXPAHAIOIIAACA IIOCIIEe XHUPYPrHUECKOro yaleHHs,
MaKCUMaJIbHBIM pa3zmepoM 1,5 cM u 6onee; Rp — mpu3HaKoB ocTaTOYHOM omyxoiu HeT. Ha ocHoBaHuu
yKa3aHHbBIX MMOKa3aTeliel, ucciaeayeMas Ipyria pa3aeiniach cieayromum oopasom: RiM+ — 9 (30%);
RoM+ — 14 (47%); R1Mo — 6 (20%); RoMo — 1 (3%). Cpenu 24 mammentoB ¢ M+ crarycom y 3 (12,5%)
ormeueH M1, y 3 (12,5%) - Mauy 18 (75%) - Ma.

[Tanmentsl Myaamero Bo3pacta (N=5) pacnpeaenuauch ciaeayromum odopaszom: RiMg, RiMy,
RoM1, RoM2 u RoM3 o 1 manmenTy.

[Io rucromornyeckoMy CTPOCHHIO OIYXOJM paclpefelieHue OKa3aloCh CIEIYIOIINM:
KJIacCHUYecKas MenyJio01acTomMa C yyacTKaMu KPYIMHOKIETOYHOTO CTPOCHHUS Obllla 3aperucTpupoBaHa
y 23 (77%) mnauueHToB, aHaruiacTHueckas/kpymHokierounas — y 1 (3%), mecmorutactuueckas/c
MOBBIIIEHHOW HOAYISIpHOCThIO — Y 5 (17%), mexymiomuobinactoma - y 1 (3%) manmenta. ['pynmy
neTei maaamie 4 J1eT ¢ 1eCMOIUTaCTHYeCKO MeAYyI00IacCTOMOM COCTaBMIIM 4 YeloBeKa.

Cxema JeueHus

CxeMa IpOTOKOJIA JICYCHHUS JICTEH CTapIiero BO3pacTa ¢ Meay/uIo0IacTOMON MpeCcTaBiIeHa Ha

Pucynke 4.
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BIXT | |  BIXT
ayTo-TTCK ayTo-TTCK

XT nnayknmnn JAT

Pucynok 4 - Cxema npoTokosia jgeueHus AeTel crapuie 4-X JeT ¢ MeAy100J1acTOMOMN

Jlyueas Tepanust (JIT) npoBoauiack B pexume KCO + nokansnoe goobnydenue. POJ] KCO
cocrauna 1,8 I'p, COJl KCO cocraBmia 23,4-36 I'p. Makcumanshas 1o3a KCO (36 I'p) noaBoaunack
MalUeHTaM CTapIlero Bo3pacTa B CIy4yae MacCHMBHOI'O METAaCTaTHMUECKOTO Mpolecca Mo TOJIOBHOMY U
CIMHHOMY MO3Ty, OCTaJbHBIM MallME€HTaM IpousBoaunack peaykuus no3sl KCO no 23,4 Ip.
JlokanbHas JIT Ha JI0kKe yIAICHHON OMyXOJU/KPYITHBIX METACTa30B TOJIOBHOTO MO3Ta MOJIBOJAMIACH B
POJ 1,8 I'p no CO/ 54 I'p. BAXT npoBoauiiack B pexXUMe TaHJEMa C UHTEPBAJIOM B 28 JHEW MEXTy
kypcamu. Kaxneiii kypc BIAXT cocrosin u3 tnodochamuaa 300 mr/m2/cyt auu -4, -3 u kapOoruiaTiHa
510 mr/m2/cyT auu -4, -3. 13 25 nauueHToB crapiiei Bo3pacTHoi rpynimsl (4 roaa u crapie) 3 (12%)
MaMEeHTaM yJIajoCh MpOBECTH JMib oauH Kypc B/IXT kxoHCoMMmanuu mo CleayrolyuM IPUYHHAM:
HepoctaTouHocTh cbopa I'CK — 1, BeIXon W3 uccienoBaHUsS BBUIY TPaBMbI T'OJOBBI C Pa3BUTHEM
BHYTPHUYEpPENHOM TremMaToMbl — 1, BBIpaK€HHAsh TOKCHUYHOCTh MepBOro kypca — | (mamueHtka c
MAaCCHBHOM MEPBUYHOMN OIMYXOJIbI0 U METAaCTaTUYECKUM TporeccoM, nonayuusiias 36 I'p KCO). ¥V 10
U3 25 TAIWEeHTOB CTapIieii BO3PACTHON TPYIIBI C METACTATHYECKON MEMyII00IacTOMOM pPEXUM
BJXT 01 MmomuduimpoBan. Bee manyieHTsl TaHHON MOATPYIIIBI MOXYYMIH TSITUIHEBHBIN Kypc S-
azalUTUANHA B 03¢ 75 Mr/M2/cyT co qHs -9 1o AeHb -5. Y IBOMX M3 3THX MAllMEHTOB KypcoBas J103a
tuodpochamuna Obuia yBenwuena g0 1200 Mr/mM2 u pacmienyieHa Ha 2 TOAKypca MO 2 JHA:
trodochamun 300 mr/m2/cyt naum -11, -10, -4, -3, mo3a kKapOoIUTaTHHA OCTaBalaCh CTAHIAPTHOM.

VY nauueHToB Miaame 4 JeT ¢ MeAy/uI00JacTOMOM BBICOKOTO PHCKA IMPOTOKOJ JICUEHHUS
OTJIMYAJICS, TJIAaBHBIM 00pa3oM, oTcyTcTBreM nporpammioro KCO. Cxema npoTokosia jJeueHus aerei
MJTaJIIIEro Bo3pacTa ¢ Meaysuio0aactoMoil npencrasieHa Ha Pucynke 5. biok BJIXT 6bu1 aHanoruuex

TaKOBOMY IS ITALIMEHTOB CTApLIEH BO3PACTHOM IPYIIIHI.

XT maaykonn @ CK XT#2 BIXT BIXT = ar™”

ayro-TI'CK ayro-TI'CK

Pucynok 5 - Cxema npoTokosia jeueHus aerei muiamie 4-X et ¢ Meayo0IacToMoi

Ipumeyanus: *  Oemsam C  0ecMONIACmMuUYecKol/nosbllueHHOU HOOYIAPHOCMU
meoyanoobaracmomotu eémopoi kypc B/XT ne nposoounca; ** - JIT 6ez KCO (ne nposoounacy demsm ¢
0eCcMONIaACmu4ecKol/no8blUeHHOU HOOVISAPHOCIU MeOYII00NACMOMOU U NOAHbIM omeemom Ha XT

UHOYKYUU.
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Or1ienka TepaneBTruyeckoro b dexra

Onenka >ddekra Ha neueHue npousBoaunach mo MPT ronoBHOro U COUHHOTO MO3ra C B/B
KOHTpacTupoBanueM. llepen HayanoMm cnenu@uyUecKoro JIEYEHHs B IOCICONEPALUOHHOM MEpUoJe
00s3aTeNbHO OLIEHUBAJACh CTENEHb PACHpPOCTPAaHEHUs OMYXOJU B LIEHTPAJbHOW HEPBHOM cHCTeMe.
Hanee npousBoaunack onenka nocie uHAyktuBHOM XT, mocne JIT nepen BAXT xonconupanuu. B
3TH K€ KOHTPOJbHBIE TOUKH y HNAIMEHTOB MCCIIEAOBAIU JUKBOP Ha MPEAMET HAJIWYMUS OIMYXOJEBBIX
kieTok. [1o 3aBepmieHUM CreNUaNbHOTO JICUEHHUS ManueHThl Takke mpoxomaunu MPT IMHC c B/B
KOHTPAaCTUPOBAHHWEM U B T€UEHHE MEPBOT0 roja mpoxoauau obcienoBanue 1 p B 3 Mec., B TeUCHHE
nocyenyromux 4 JeT — pa3 B IOJIT0Aa.

Tpancdysus ayro-I'CK u pe:kxum Had/1101eHHSA 32 TALIMEHTOM

UYepe3 cyTku (WM JABOE CYTOK - IOCHE BBeACHHUA THOdochamMmaa) mocie MOCIEIHEro IHS
BAXT ayto-I'CK pa3mopaxuBanuch Ha BoAsHON OaHe mpu TemmepaTtype 38-390C u mepenuBaiuch
MAalMEHTY B IEHTPAJIbHYIO BEHY B T€UEHHUE Yaca M0CJe pa3MOPO3KH.

Ha Bpems neiikoneHHMM HalMEHT I[OMEIIAICS B CTEPUIbHYIO OOKCHPOBAaHHYIO Majary ¢
JaMUHAPHBIM TIOTOKOM Bo3ayxa. CTaHmapTHasi CONMPOBOAUTENbHAS Tepanusl BKIIOYaia MpoQUIaKTuKy
TOIHOTHI U pBOTHI BO Bpemst B/IXT, npodunakruky BOB, nundy3uto KoII0MIHBIX U KPUCTATIONIHBIX
pacTBOpoB, TpaHC(hy3UU TMpenaparoB KpOBU, AHTUMUKPOOHYIO MPO(PHUIAKTUKY M TEpanuio Io
[IOKa3aHUsM, YacTMYHOE WJIM TIOJHOE TMapeHTepanbHOe mnuraHus. Ilomumo craHgapTHBIX
MEpONPUATHI, MPOU3BOAWIACH IOCHHAPOMHAs Tepamnus OCIOXKHEHH. JlaToil BOCCTaHOBJIEHHUS
JICHKOIMTOB CUUTANCA JAEHb ycToiunBoro ux mogbema WBC > 1x109/m, TpomMOomuTOoB — 1€HB
ycroiunBoro ux noasema PLT > 20 x109/n, mo ganasiMm OAK. OpranHasi TOKCHYHOCTh OIEHHBAIACh
coriacHo kpurepusM TokcuuHoctd HanmonansHoro nncrutyra Paka CTCAE Bepcuu 4.03.

Mobunauzanus u coop ayronornunbix I'CK

Mob6umm3zanus u coop I'CK npoussogunu nocne 2-ro kypca IIXT. B cinydae u3HauanbHOTO
MOpa)kKeHUs] KOCTHOI'O MO3ra OIyXOJbl0 MOOMJIM3AIMI0 HAYMHAIM HE paHee ueM uepe3 kypc [IXT,
IPOBEJCHHBIN MOCie (PUKCAUMU CaHAIMM KOCTHOro mMo3ra. MoOunuzanus npousBoauiack '-KCO B
teueHue 3-4 qHel, Ha 4 uau 5 JIeHb, COOTBETCTBEHHO, MpoBOIcs nepsbiid 3a00p I'CK ¢ momorbio
anmapatHoro uutadepesa. Llenpto Obi10 cobpaTh, kak MuHHUMYM, 2x106 CD34+ Ha Kr Mmacchel
nanueHTta. B ciydae, xorga B pesyibrare mepBoro coopa, Obuto coOpaHO HE MEHee MOJIOBHHBI OT
neneBoro komudectBa CD34+ kieTok, CTUMYINSIIMS TpoAoJDKajdach M cOOp TMOBTOpSJICS Ha
cinenyromuii AeHb. [Ipyn HEIPDEKTUBHON MOOMIH3AIIMN TIPOM3BOAUIIACE IKC(Y3UsT KOCTHOTO Mo3ra. B
Cllyua€ MAacCHBHOTO IEPBHYHOIO OIYXOJEBOTO MOPAKEHHUS Ta3a AKCPY3HUs KOCTHOIO MO3ra He
MPOBOJIUJIACH BBHJY BBICOKOTO pHCKAa KOHTAMHHAIMM TPAHCIUIAHTATa OIYyXOJIEBHIMU KJIETKaMH,

MoOun3anus U cOop MOBTOPsUIUCH Mociie ouepeaHoro kypca [TXT.
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«PacuienyieHHbIe» pe:KUMbI KOHIHUIIHOHUPOBAHUSA

Pexxumbl B/IXT ¢ paciieruieHrneM yBEJIMYEHHON KypCOBOM O3Bl AIKWIMPYIOLIETO arcHTa Mbl
OPUMEHSUIA B OOMIeH CIOXHOCTH Yy 6 TAIMeHTOB C COJHMIHBIMU OITYXOJSIMH  KpailiHe
HEOJIaronpusaATHOroO MporHo3a: 3 — ¢ HelpobaacTomoi (1 — mepBUYHO-TUCCEMUHUPOBAaHHAsA Gopma, 2 -
peuuauBbl), | — ¢ JOUCCEMUHHMpPOBAHHOW capkoMod IOwHra, 2 — ¢ JAHCCEMHUHUPOBAHHOU
meaymtobnactomoii. B pexxumax BJIXT y naHHBIX MAMEHTOB MBI YBEIHYMBAIN KYPCOBYIO JI03Y
tnodochamuna 1o 1200 mr/m?, mGo Tpeocymbdana mo 40000 mr/m?. B kadecTBe BTOPOrO
ANKWIMPYIOIIET0 areHTa B COCTaBe PEXKHMMa BBICTYIAJ, COOTBETCTBEHHO, KapOOIJIaTHH B KYpPCOBOM
nosze 1020 MF/MZ, 6o mendanan B KypcoBoil mosze 140 mr/m2. C HEJIBI0 TMOTEHIIUPOBAHUS
MPOTUBOOITYXOJIEBOTO ACHCTBUS aJKWIMPYIOIMIUX areHTOB B PEKUM KOHAUIIMOHUPOBAHUS BKIHOYAIICS
Ipernapar AIUI€HETUYECKOro Bo3AecTBus  (5-a3alUTUIMH, Baﬁz[asa@). [TompobHass cxema

«pacuierieHHbIx» peskuMoB BIXT npencrasnena Ha Pucynke 6.

Pexam 1

L Ly e (e[ v Ly Ly Ly

dmm +  + o+ 4+ o+ o+ o+ o+ o+ o+ o+ o+ 4+ 4+
14 -13 12 -11 10 9 8 -7 6 5 -4 3 2 -1 0

] ]
(7] J[mes

v v by e e [ v [ Iy Ly e ][] e

Pexxam 2

PucyHnok 6 - Cxema «pacuierieHHOTr0» pekuMa KOHAUIIMOHUPOBAHUS

Ipumeuanus.: Tr — mpeocyrvgpar 10000 me/m?; TT = 300 me/m®; M — mengpanan 70 me/m?; C —
kapoonnamun 510 me/m?, TKM — MPAHCNIAHMAYUSL KOCIHO20 MO32d.

Astorennas TI'CK
XapakTepucTHKa NAIUEHTOB U JOHOPOB

B otnenenun nerckoit TKM HUU JIOI annorennas poacteennas TI'CK Owuia mposenena 79
MaIMeHTaM C Pa3IMYHBIMH OHKOJIOTHYECKUMH 3a00JIeBaHUSMH KpaifHe HeOIaronpHusTHOTO MPOTHO3A:
64 (81%) mammeHTaM cO 3JI0KaueCTBEHHBIMU 3abojeBaHUSMHU kpoBU U 15 (19%) mammentam c
CONUIHBIMU OMYXOJsIMH. Pacripenenenre nmaiyueHToB 1Mo noiy 0b10 cienyoumm: 36 (46%) aeBouek u
43 (54%) manpunka. Menunana Bo3pacta mamueHToB Ha MoMeHT TI'CK cocraBunma 8 (1-19) ner.
Pacnipenenenne mno [uMarHo3aM BCed TpyNmbl MAMEHTOB, noayyaBmmx amwioreHHyro TI'CK,
npencraBieHo B Tabmure 2.
N3 29 manumentoB ¢ OMII 4 (14%) ObUIM TpaHCIUIAHTMPOBAaHBI B MEPBOM PEMHMCCHUH, B CBS3U C
MEJJICHHBIM OTBETOM Ha WMHAYKIUIO, 12 (41%) — Bo BTOpoii u Oonee pemuccuu, 6 (21%) — He B

pemuccun, eme y 7 (24%) nokazanueM k TI'CK B mepBoii pemuccum sBuiics BTOpuuHbIE OMIJL
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Bropuunsiii OMJI pa3Buiica nocne capkomsl FOunra y 2 (29%) mauueHToB, MOCHE€ OCTEOT€HHOU
capkombl — y 1 (14%), mocne repMuHOreHHON omyxonu simuHuka — y 1 (14%), nmocne numpomsbl
bepkurra —y 1 (14%), mocne OJIJI —y 2 (29%). U3 15 nauuentos ¢ OJIJI 6 (40%) Haxoauiuck BoO 2 1
6onee pemuccun u 9 (60%) — He B pemuccuu, 1nbo ¢ HapacTatomum yposaeM MOB.

Tabauua 2 - Pactipenenenue nmanueHToB, nonyduBmux TI'CK, mo quarsosam

JAnarno3 KounvecTBo (% 10151) manMeHTOB
_ OMJI 29 (36%)
2 OJUI 15 (19%)
E XMIT 5 (6%)
s TOMMUI 8 (11%)
8 MJIC 2 (3%)
3 HXJT 4 (5%)

JIX 1 (1%)

Bcero 64 (81%)
= Heiipobiacroma 8 (11%)
=t 5 Capkoma FOunra 5 (6%)
= 2 Ienato0aacToma 1 (1%)
S ° Menanoma 1 (1%)

Bcero: 15 (19%)

Hroro: 79 (100%)

[Touck TOHOPOB OCYIIECTBISUICA B OJM3KOPOJCTBEHHOM OKPY)KEHHUH OOJBHBIX (POIUTEIH H
cubnuuru). OLeHKa COBMECTUMOCTH POACTBEHHBIX JOHOPOB MPOU3BOAMIACE O aHTUreHam A, B, Cw
u DRB1 B Hu3koM paspemieHud. BpiOop mpou3BoAWIICS B MOJB3Y Hauboliee COBMECTHMOIO IO
cuctreme HLA poactBeHHHKa ¢ y4eToM coBMecTUMOCTH KpoBU o ABO, BO3pacTHBIX M BECOBBIX
MoKa3arelel JoHOpa M peUuIMeHTa. B ceMpsix DNalueHTOB HaM yAajJoCch HAWTH IOJHOCTHIO
COBMECTUMOTO cubnuHra B 5 (6%) cnyuasx. J{ns ocranpHbIX 74 (94%) manueHTOB AOHOpaMHU CTalld
rarjouIeHTUYHbIE POJACTBEHHUKH.

Pe:kuMbl KOHIUIIMOHMPOBAHUS

VY nmanuentoB Oonee panneii rpymmsl (10 2012 1) crangaptao npumensuiuck PCU. HesaBucumo
oT JIMarHo3a, UCIIOJIb30BAIHCh PEKUMBI Ha OCHOBE Oycynbdana/Tpeocynbdana,
dmrogapabuna/mukinopochamMuia W AHTUTUMOLUTAPHOTO TNIOOynMMHA (MPU  TaIUIOMICHTHUYHBIX
TpaHCIUIaHTalMsIX). B mocienHue roapl moaxol K peXKMMaM KOHJMIMOHMPOBAHHS cTan Oosee
muddepeHIIMPOBaHHBIM M 3aBHCET OT JMarHo3a, paclpoCTpaHEHHOCTH 3aboieBaHMsI U cTaTyca
3a00JeBaHU HAa MOMEHT TpaHCIUIAHTAlMU. MBI CTaaM NPUMEHATh 0ojiee MHTEHCUBHBIE DPEXHMBI
KoHAuImoHnupoBanus i nanuentos ¢ OJIJI u FOMMIL. B cnyuae pedpakrepHocTr 3a0071€BaHUs U
OTCYTCTBHUSI JKE€IaeMOro MpoTHUBooIyxosieBoro 3dgdexra k Mmomenty TI'CK BiItowanucek npenaparbl —
MO (PUKATOPBI YyBCTBUTEIBHOCTHU OIYXOJIH K Tepanuu, n6o JIT nns norennuposanus s¢dexra XT.
Cxema cTaHAapTHOTO peXHMMa KOHAMLIMOHHUPOBAHUS CO CHM)KEHHOW MHTEHCHUBHOCTHIO: (hirogapaOuH

180 mr/m2 (o 30 mMr/m2 B auu ¢ -6 no -1) nim muxiodochamun 60 mr/kr (a -3, -2 17151 TAIIMEHTOB C



21

OJIJI), aaTutuTUMOIIMTapHBId TI00YauH (ATramM®) 40 mr/kr (mo 10 mr/kr B guu -5, -3, -1, +1) u

Oycynbdan 8 mr/kr (1o 4 mr/kr B a1uu -3, -2) win tpeocyibdan 30000-36000 mr/m2 (o 10000-12000

Mr/mM2 B aHH -4, -3, -2) + 3rono3ua 30 Mr/kr B AeHb -4 (s manuentoB ¢ OJIJI). B Hameit pabote mMbl

WMHAUBUAYAIN3UPOBAIN PEKUMbI KOHTUITMOHUPOBAHUS CIEAYIOIIMM 00pa3oM:

® VYBEIWYCHHE J03bl AJTKWIMPYIIErO areHTa Wik I00aBlIEHHE BTOPOTO ATKUIUPYIOIIETO areHTa
(FOMMUJI - 3, OJUJI - 1);

e Baenenue komoOuHanuu FIU-ARA-C ¢ 10NOJHUTENBHON aHTHICHKEMHUECKOW aKTUBHOCTRI0 (OMJT
-1, 0JUI - 1);

e IpUMEHEHHE B KauyeCTBE aJIKWJIUpYIOUIero areHta Tuodochamuma, nmpoHukaromero yepes ['9b
(OJII—1, OMJI - 1);

e BBEJCHHUE SMUTCHETUYECKUX areHTOB (5-a3allUTHIIMH) C IIeJIbI0 MOBBIIICHHUS YyBCTBUTEIBHOCTU K
XT (OMJI - 3, OJIJ1 - 2);

e BBeJcHHE OopTe3omuba B kauecTBe Moanukaropa yyBcTBuTesibHOCTH K XT (OMJI — 1, OJIJT — 4);

e npumenenue ['-KC® nepen muenoadanueit (FOMMII — 1);

e npumenenue obnydenuss [[HC B HeOompmux mo3ax ¢ enbl0 yimydimieHus Koutposs 3a [THC-
netikemueit (OJUI — 2).

Yka3aHHBIC METOJMKHU MPUMEHSUINCH KaK B OTICIBHOCTH, TaK U B COYCTAHUSX JIPYT C JIPYTOM.
ComnpoBoanTenbHas Tepamusi BO BpPEeMs MPOBEICHUS PEKUMa KOHJAWIMOHUPOBAHUS W B PaHHEM
MOCTTPAHAJIAHTALIMOHHOM NIEPUOE MPUHLMIUAIBHO HE OTIMYAIach OT TakoBou npu BIXT.

ITogroroBka TpaHcmJIaHTATA

Ha gpens Tpancmmantanmu (menp 0) mpoumsBogmwics cbop I'CK y  goHopa Ha
HENIPEPHIBHOIIOTOYHOM CEIapaTope KIETOK KPOBH IOCIE MPEIBAPUTEIHLHOW CTUMYIISINKN JoHOpa I -
KC®. Cemaparnus HauWHAIACh Ha JICHb 5 OT HAaYaJla CTUMYJISIIUU M MPOJOJIKAIACH JO TOTydSHUS
HeoOxonumoro komuyectBa CD34+ knertok. Iloacuer konmmuectBa CD34+ M npyrux KIETOK B
neiikadepe3HOM TMPOAYKTE MPOU3ZBOIWICS METOAOM MPOTOYHOM IIMTOMETPUM B pacdyeTre Ha Bec
penmnueHTa. Meauana KJIETOYHOCTH TEPETMBAEMOr0 MaTepuana B XOJe Hameid paboThl cocTaBmia
6,7+0,9x10° CD34+ xnerox/xr (1,3 — 35,0), 2,4+0,3x10® CD3+ xuerox/kr (0,7 — 5,1). Iocie
3aBepiuenus npouecca cenapauuu ['CK, B banke kpuokoHcepBupoBanusi OuomarepuanoB HMUIL]
oukonmorun uM. H.H. broxuna mnpousBogmnack o0OpaboTka Marepuana, 3akioyaromfascs B
MaKCHMaJIbHO BO3MOXKHOM YIJICHUU SPUTPOIMTOB IPU HECOBMECTUMBIX 10 ABO TpaHCIUTaHTAIUSAX,
a TaKKe B MAKCHMAaJIbHO BO3MOXXHOM COKpaIIeHHH 00beMa MepeInBacMOro PEIUITMEeHTY MaTepraia 3a
CYeT yJaJeHHUs IIa3MBbI.

MpbI TIpOBOAMIN XUMHYECKYIO0 (YyHKIMOHaIbHYI aAemeruio CD3, xoTtopas mpencTaBisiia
co0oi1 BBeJIeHNE B KOJUICKIIMOHHBIA MEIIOK C CEMapaToM CTBOJIOBBIX KJIETOK BUHKPHUCTHHA U3 pacyuera

0,0065 mr/mn tpancmnmantara uinu 0,0025 mr/ 108 AJIEPHBIX KJIETOK B JIEHKaepe3HOM MpOIyKTe U
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MeTUIIpeaHn30i0Ha u3 pacuera 0,35 mr/ma tpancrantata wim 0,15 wmr/ 108 SIIEPHBIX KJIETOK B
cernapare (BbIOMpaics crocod, Mpu KOTOPOM pacCUMTaHHAas /103a Ipernapara, BBOJMMOIO B MEIIOK C
cemaparoMm, B Iepecuere Ha 1 M MOBEPXHOCTU Teja OOJBHOro, OblIa MEHbINIE) MPH KOMHATHOM
temneparype B TeueHue 30 wmuH. [lo oOkoHYaHMHM UWHKYOalMu TPAHCIUIAHTAT TEepeTuBalICs
BHYTPUBEHHO 4epe3 LEHTPalIbHbI BEHO3HBIN KaTeTep. Y rpynmsl U3 13 manueHToB Mbl IONPOOOBaIN
OTKa3aTbCsl OT IPOBEJIEHUS XUMHUecKOH nereuuu. B srtoit rpynme y 10 (77%) mauneHTOB Mbl
PETUCTPUPOBAIA PAHHEE PAa3BUTHE «CUHApPOMA IPUKUBJICHUS» TPAHCIJIAHTATA, BBIPAXKAIOLIETOCS B
MOSIBJICHUN JIMXOPAJKH, KOXKHOM CBINM, OJBIINIKM, NOJAbEME TpaHCaMUHA3. Pa3BuUTHE CUMIITOMOB
oTMevanoch B cpeaneM Ha 6 (3-10) meHb U y BcexX MAIMEHTOB OBICTPO KYNMUPOBAJIOCHh Ha3HAUYEHUEM
METUJIIPEIHU30JIOHA.
Ipopuiaakruka u geyenus PTIIX

[Ipodunaktuka PTIIX ocymectBisanacy nuaruouropamu kanbiuaeBpuna (MKH: nuknocnopun
A no 2010 r, takponumyc — mocie 2010 1), KOPOTKUM KypcOM METOTpeKcaTa B HH3KOH 03¢ U
BBejeHueM ATI' B mocTTpaHCILUIAHTAlIMOHHOM Iepuoje (P TarjOUIEHTUYHBIX TPAHCIUIAHTALUIX ).
[Tocne nebrora PTIIX B NOCTTpaHCIUIAHTAIMOHHOM  IE€PHOJAE MAIMEHTaM Ha3HAYaJIMCh
rmokokoptukocteponabl (I'KC) B cpeaneit no3e 2 MI/Kr/cyT ¢ MOCTENEHHOW OTMEHOM WX MOCIe
KynupoBaHuss ~ cumnromatuku.  OpHoBpemenHo ¢ HasHauennemM ['KC  k  miaHoBoit
UMMYHOCYTIPECCUBHOW Tepamuu nobapisuics mukodenonar modpermn (MMF) B cpenneit mose 30
Mmr/kr/cyt. B cimydae Hemoctatounoro kontposs 3a PTIIX mpuMeHsuMch albTepHATHBHBIE METOIUKU
JedeHus: JKcTpakopnopaibHbiii  porodepes (DKD), kypcosbie no3el ['KC, BBenenme ATI,
nukinodochamuna, antu-CD20, antu-TNFo u 1.7.

OTMeHa MMMYHOCYIIPECCUM IPOU3BOAMIIACH C IIOMOIIbIO IMOCTENEHHOTO0 CHMYKEHUS J03bl
UMMYyHOcyTpeccaHToB. B ciydae HLA-coBMecTUMBIX TpaHCIUIAaHTAIlMil OTMEHAa MMMYHOCYIPECCUU
HauuHaJlach MNpuoausuTenbHo co aHa +100 mpu  ycmoBum otcyrerBus PTIIX. B cimyuwae
TaluIONICHTUYHBIX TPAHCIUIAHTALMI IJIAHOBOE CHMI)KEHHE HMMYHOCYIPECCHUM IIPH OTCYTCTBUHU
npusHakoB PTIIX naumnanocs He panee 6 mec. mocine TI'CK. Ilpu peaxrtuBamuu PTIIX na ¢one
CHI)KEHMSI J03bI/OTMEHBl HMMMYHOCYNPECCUM TMAallMeHTy Ha3zHavdaiucs KopoTkud kypc ['KC wu
BO3BpallajlaCh CXeMa HMMYHOCYIPECCHHM C HCIHOJb30BAHUEM MUHHMAIbHBIX 3()(PEKTUBHBIX 103
npenapatoB. Onenka octpor PTIIX mnpousBoamnace cOrsacHO NPHHATBIM — MEXKIYHApOIHBIM
MouduurpoBanHbM KputepusiM Keystone. Hactora passutus octpoir PTIIX uccrnenosanace cpenu
BCEX MAaIMEHTOB, KoTopble BoccraHoBwiIn JserkoruTel nocie TI'CK. Xponwmueckas PTIIX
OlLIEHUBAJIaCh y 00JBHBIX, NepexuBiux aeHb +100 nociae TI'CK u nMeBIMINX YaCTUYHBIN I MOTHBIN
noHopckuii  xuMmepusM. Ilpu onenke xponudeckod PTIIX ™Mbl HCHONb30BAIM  KIMHUKO-
MaTOJIOTHYECKYIO KJacCHU(UKAINIO, UCTIONIB3yeMYyIo rpymnmoi uccienosareneit B Cudrrie, CIIA, npu

PETPOCICEKTUBHOM aHAJIN3C COOCTBEHHBIX OOJLHBIX B MO3JHEM NOCTTPAHCIINIAHTAHUOHHOM IIEPpHUOIC.
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ODHOBpPEMEHHO C 3TUM MBI cTagupoBaid XxpoHudeckyro PTIIX mo knmaccudbukanuu, npemioxeHHON
Paboueii rpynmoit mo PTIIX MexayHapoaHOTO pPerucTpalMOHHOTO KOMHUTETa IO TPaHCIUIAHTALUU

KOCTHOI'O MO3ra.

PE3YJIbTATBI UCCJIEJOBAHUSA
Capkoma lOunra

B uccnenoBanue BKIIOYEHO 73 manueHTa ¢ HeOIarompusaTHeIMU (Gopmamu capkombl FOuHTa:
63 (86%) — c BrepBbIe BhIsABICHHBIM 3a00sieBanueM U 10 (14%) — ¢ peuuanBoM. M3 63 nmanueHToB ¢
nepBuuHOil capkomoii FOunra y 37 (59%) onyxonb Obuia Jiokaan3oBaHHOU U Yy 26 (41%) nanueHToB
3a0oneBanne ObLIO JAMCCEMHUHHUPOBAHHBIM. Cpenn 26 MAIMEeHTOB C MEPBHYHO JWCCEMHHHUPOBAHBIMHU
cragusmu 3aboneBanust y 10 (38%) meracraspl mopaxkaau TOJBKO TKaHb JIETKUX, y OCTAIBHBIX 16
(62%) malMeHToB perucTpupoBaiach AUCCEMUHAIMS OIMYXOJIEBOTO IMPOIecca M0 KOCTHOMY MO3Ty U
kocTsM. Cpenu 10 manmMeHTOB C PEUUAMBOM CapKOMBI y 5 ONyXOJlb HOCHJIA JIOKAaIM30BaHHBIN
XapakTep U TaKKE Y 5 — TUCCEMUHUPOBAHHBIN.

B xauectBe xoncomumanuu pexxum BIAXT Bu/Mel nonyunnu 28 (38%) manueHToB, pexum
Bu/Mel/VP — 24 (33%), pexum Bu/Mel/TT — 20 (27%), pesxum Treo-Mel — 1 (2%).

Uctounukom I'CK nmns TpaHcmiantauuu y OOJbIIMHCTBA manueHToB (N=67, 92%) sBusuics
npoaykT adepesa nepudepudeckoil kpoBH, npaitmupoBaHHbix [-KC®, B 4 (5%) cmydasx - ['CK
nepudepuueckoit kposu u KM, B 2 (3%) — KM. KiietouHOCTh TpaHCIUIAaHTAaTa COCTABUIIA B CPEIHEM
6,4 (1,9-25,3) x 10° CD 34+ ma xr Beca mamuenta. Boccranosienne WBC > 1x10%1 6buto
3aperucTPUPOBAHO Yy BCEX ManueHToB, Mearana BoccranoBienus WBC cocraBuna 10 (8-26) nHeid.

Y Bcex mnanumeHTtoB mnocie mnposeneHus BJIXT perucrpupoBanack TIemMaTrojgornyeckast
TOKCUYHOCTh 4 cTeneHu. MakcumalibHass TOKCUYHOCTh 1-2 CTENeHH CO CTOPOHBI OPraHOB M CHUCTEM
orMevanacb y 45 (62%) mnaunuentoB. Tokcuueckue MpPOSBICHUS, TpPeOyIOIIMe WHTEHCHUBHBIX
TEpaneBTUUECKUX MEPONPUATHHA, BIUIOTH 0 YIPOKAIOUIMX >KU3HU cocTosHui, - y 28 (38%)
nanueHToB, B ToM umcie y 1 (3%) nmanueHTa oTMedanach TOHMKO-KJIOHHMYECKHE CyAopord. Bewo-
OKKJIFO3UOHHAsi OOJIE3Hb CpeMHEN TSHKECTH WM TSKEJIOro TEUYEHHsS perucrpupoBaiach y 6 (8%)
nauueHToB. Bcero B pannue cpoku mnociae BJIXT or ocTpo pa3BUBIIMXCS TOKCUYECKHX U
WH(MEKIMOHHBIX  ocinoxHeHui morubmno 10 (13,5%) manuentoB. PacueTHblif moka3zaTenb
TpPaHCIIAHTAIIMOHHOM JIeTaJbHOCTU Bceil rpynmbl nanueHToB (N=73) coctaBun 14,5 + 4.2%: y
nanuenToB, nonyuuBmux BJIXT na 6a3e 3-x mpenaparos: 17,1% B cpaBHenuu ¢ 10,1% y marmueHToB,
MOJTYYUBIITUX TBYXKOMITIOHEHTHBIN PEXKHIM.

Haubonee 10cTOBEpHO MOXHO ONHUCATh KaTaMHe3 IAlMEHTOB B TEUYEHHE IEPBBIX 5 JeT
HaOmoneHus. /g momoOHOro aHanmm3a JIOCTYIHBI JIaHHbIe 63 TaluWeHToB. 56 — c BIepBbIC

BBISIBIICHHOM OIYXOJIBIO M 7 — C peuAuBaMH CapKOMBI. [3BECTHO, 4TO B TE4YeHHE 5 JET mociue
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3aBepIICHUs] Je€UEHUsl >KUBBIMH U 0e3 MpHU3HAKOB penuauBa 3abosieBaHus octaBaimuch 31 (49,5%)
nanuenT. [lonpoGHas cTpykTypa coObITHI puBeneHa B Tabnuie 3.
Ta6auna 3 - Ctpykrypa cobObituii y manuentoB ¢ CHO/ITHDO, mpociieXeHHBIX B TEYEHUE S5

JICT ITIOCJIC OKOHYAaHUs JICUCHU

JKussbl 63 npusHakoB penuanBa capkombl FOunra/ITHOO 31
(49,5%)
emopuunsiii OMJI 1
Perunus capkombl FOuura/TTH3O 21 (33%)
[Toru6mu ot pannux ocnoxkaeruit BIAXT c ayro-TI'CK 10 (16%)
[Toru6au 0T MHQEKIMOHHBIX OCIOXHEHUH B OTIAJICHHBIH CPOK IOCIE 1(1,5%)
BAXT
Bcero: 63
(1009%0)

[Matunetasst OB Beelt rpyIinsl MalMEeHTOB ¢ MepBUYHOM capkoMoit FOunra (N=56), 4bst cyanba
ObUTa TIpOCTekKEHA Ha MPOTSHKEHUU S5 JIET TMOCKE 3aBeplICHHs JedeHus, cocrtaBuwia 49,2 + 6,2%,
nartunetHsas bCB — 47,6 £ 6,3%. Ilatunernsss bCB oka3anace Bblllle y NAlUEHTOB C IEPBUYHO-
JIOKaJIU30BaHHOW (opmoii 3a00jeBaHUs, 110 CPAaBHCHHIO C TEPBUYHO-IHCCEMHUHHUPOBAHHBIM

nporieccom: 54,8 £+ 8,9% B cpaBuenuu ¢ 36,0 + 9,6%, p=0,2 (Pucynok 7).

S-mernsas BCB

I]EpBﬂ']ﬂble JIOKAJHIOEBEAHHBIE
54,8%, n=31
0,6

ys
0,4
nepBEHYHBIE
AHCCEMHHHPOBAHHBIE
027 36%, n=25
0,0 p=02
T T T T T T
0 120 240 360 480 pec 600
Pucynoxk 7 - IlarunerHss BCB mnaumeHTOB ¢ TEpBUYHOM JHMCCEMUHUPOBAHHOM U

nokanmm3oBanuoi CIO/TTHDO

BeposiTHOCTh pa3BuTHs pernuauBa 3a0oJjeBaHUs, HA00OpOT, Oblla HUXKE y TAIMEHTOB C
nepBuUHO-NoKanmu3oBanHoi ¢opmoit CHO/ITHD0 u cocrasuna 37,0 + 9,3%, mo cpaBHeHuto ¢ 48,8 +
11,2% y mamueHToB C MEePBUYHO-IUCCEMUHUPOBAaHHON (dopmoii. CymiecTBeHHO oTiimyaiack bCB y

MalMeHTOB, B 3aBHCHUMOCTH OT JIOKaau3alMH MeTracTta3oB. Tak, S-metHsas BCB manmenToB ¢
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METACTaTUYECKUM MOPAXKEHUEM TOJIbKO Jierkux cocrasmia 40,0 + 15,5%, B cpaBuennu ¢ 15,4 £ 10,0%
y MalUeHTOB C TUCCEMHUHANNN capkoMbl o kKocTsam/KM, p=0,1.

IIpu ucnonp3oBanuu 2-x KOMHNOHEHTHBIX pexumoB BJIXT nsarunernss bCB y mauueHToB c
JIOKQJIM30BaHHOM M TUCCEMHHHpPOBaHHOW (opmoil 3abosneBanus cocraBmwia 60,0 + 15,5% u 33,3 +
13,6%, coorBercTBeHHO. [Ipu ncnonp3oBaHuu 3-Xx KOMOOHEHTHbIX pexuMoB BJIXT — 52,4 +10,9% u
38,5 £ 13,5%, coorBerctBenHo, P=0,2. BeposTHOCTh penmauBa 3a00JCBaHUS Y MAIUEHTOB C
JIOKQJIM30BAHHON M JUCCEMUHUPOBAHHOW (OpMOIi 3a00JIeBaHUS TTOCIIE 2-X KOMIIOHEHTHBIX PEXHMOB
coctraBmna 33,3 = 15,7% u 49,1 + 15,8%, COOTBETCTBEHHO; MOCIE 3-X KOMIOHEHTHBIX PEXKUMOB — 52,4
+ 10,9% u 38,5 £ 13,5%, coorBerctBerHo, P=0,3. Ecnu pa3aenuTh manueHTOB C METACTaTUYECKOU
CapKOMOH IO JIOKAJIM3allMM METACTa30B, TO MPEUMYILIECTBO 3-X KOMIIOHEHTHBIX PEKUMOB Haja 2-X
KOMIIOHEHTHBIMUA OCTaeTCsl JIMIIb MpH JaucceMuHanuu onyxonun B KM/koctu: S-netnsas BCB
cocraBuna B otux rpymmax 20,0 £ 12,9% (n=5) u 12,5 £ 11,7% (n=8), cooTrBercTBenHo, p=0,08. ¥
MalMEHTOB C HW30JUPOBAHHBIM METACTATHYECKUM MopakeHueM Jierkux S-netHsas bBbCB  mpu
WCIIOJIB30BAaHUU 3-X U 2-X KOMINOHEHTHBIX pexxuMoB BJIXT, cocraBmna 16,7 £ 15,2% (n=6) u 75,0 £+
21,7% (n=4), coorBerctBenno, P=0,08. XoTs rpymmbl HAOMIOACHUS U MaJIOYUCICHHBI, BUIHO, YTO
unTeHcupukamus pexuma BJIXT npuBogUT K CyIIECTBEHHOMY YXYALICHUIO PE3YyJIbTaTOB st
MalMEHTOB C HM30JMPOBAaHHBIM METACTATUYECKUM TMOpaKeHUEM Jerkux. YpoBeHb BCB mius stux
nanueHToB nocne uHTeHcupuuuposanHoil BJIXT oka3zancs naxe Xyxke, 4eMm JUisl MaLUEHTOB C
JUCCEeMHUHANMEH capkoMbl M0 KM/KoCTsIM, 4TO, BEpOSITHEE BCETO, CBSI3aHO C BBICOKOH TOKCHYHOCTBIO
coueTaHus 3-X KOMIOHEHTHbIX pexkuMoB BJIXT ¢ mpenmecTByromum o01y4eHHEM JETKHX.

N3 7 manmentoB ¢ peumauBamu CHO/ITHDO, mpocneXeHHBIX B TEUYEHHE 5 JIeT, JKUBBI Ha
HNPOTSKEHUH 3TOro BpeMeHu ocTtaBaiuch 4 (57%): 2 — ¢ JIOKadM30BaHHBIMU pPELUIUBAMU U 2 C
JTMCCEMUHUPOBAHHBIMU PEUIUBAMHU. Y OJHOTO U3 2 BBIDKUBIIUX MAIIMEHTOB C JUCCEMUHUPOBAHHBIM
pPEUUIMBOM OTMEUYAJIOCh METACTaTUYECKOE MOPAXKEHUE TOJBKO JIETKMX U €€ y OJHOI0 — JIETKUX U
O0uaroBoe MopakeHHue KocTed Taza (MepBUYHO ObUIO mopakeHo pedpo). OcranbHbie 3 MAIMEHTOB
norubau B panHue cpoku mocie BJIXT: 1- or panHero mnporpeccupoBaHHUs OMyXOJIU U 2 OT
MH(}EKIMOHHO-TOKCUYECKHUX OCJIOKHEHUH.

O 10 nanueHTax, 4eil KaTaMHe3 MPOCIEKEH MEHEE 5 JIET, U3BECTHO CIIEYIOLIEe: 7 OCTaBaJIUCh
JKUBBI 0€3 MPU3HAKOB peruanBa B cpeaHeM B TeueHue 36 (10,3-49,1) mec. u manee ObUIM MOTEPSHBI
u3-1oJ; HaOmoneHus, 1 mamueHTt ¢ auccemuHupoBanHoi CHO pemmamBupoBan depes 20 mec. mocie
3aBEpILCHUS JICUCHUS U Ha TAHHBIA MOMEHT KB M HaXOAUTCS Ha mojaepxkuBaromniet X T, cynp0a 2 mo
3aBepiueHuu drana BJIXT HenssectHa.

Heiipo0sacToma
[Iporpammuoe neuenue ¢ BrmrodeHueM BJIXT koncommmaruu ¢ ayro-TI'CK momyummu 77

nanyeHTa ¢ HedpoOmacTomMoil BeICOKOW rpymmbel pucka: 71 (92%) ¢ BrHepBbie BBISBICHHOW
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Helipobnactomoit u 6 (8%) — ¢ peruauBoM 3aboneBanus. Joys MalMEeHTOB ¢ HEHPOOIaCTOMOM, Tak
HA3bIBA€MOMW, YyJIbTPABBICOKOW TIpynmoid pucka (IEPBUYHO-IAUCCEMUHUPOBAHHBIM BapUaHT ¢
nopaxeHnueM kocreit/ KM, pennauBbl) cocraBuiia B ucciemayeMon rpymrme 87% (n=67).

B kauectBe wucrounnka ['CK 'y OonpmmuctBa (90%) manMeHTOB HCHOJIb30BANICA
neiikagepe3Hblii TpoaykT. JIMIb y MaloOBECHBIX JETel ¢ HelpoOsiacToMoil 3 cTaauy MCTOYHHKOM
I'CK sBisuics npaitmupoBanHblii ['-KC® ayronornunsiii KM (10%). Knerounocts TpaHcmiaHTaTa
cocraisia B cpegseMm 4,5 x 10%kr CD34+ kierok. M3 75 naumento, momydaBmmx BJIXT
KOHCOJIUJAINU, BOCCTAHOBJICHHE JIEGHKOIMTOB B CpeIHEM Ha JeHb +12 3apeructpupoBano y 73 (97%).
VY 2 manmueHToK ¢ IMCCEeMHHHPOBAHHOW HelipobiacTtomoi pasBuiics cencuc ¢ [IOH. O6e manueHTKH
NOruOaM 110 BOCCTAHOBIICHHS KPOBETBOPEHMsA. MeauaHa BOCCTAHOBIICHHS TPOMOOIMTOB BBIIIE
20x10%m cocraBuna 15 mmeit. V6 (8%) NALMEHTOB OTMedanach BBIPAKCHHAS 3aIepikKKa
BOCCTaHOBJICHHsI TpOoMOOIIMTOB Oosee 30 nHEH, B CBSI3U € 4eM B 4 cllydasix MPOM3BOAMIACH JOJHMBKA
['CK. Ilarepo u3 6 MalMeHTOB, y KOTOPHIX OTMEYaIach 3aJep>KKa BOCCTAHOBJICHUS TPOMOOIIMTOB,
nonydanu BJIXT ¢ mpumeneHuem nepopanbHoi GopMbI OycynbdaHa.

MaxkcruMaibHasi OpraHHass TOKCHUYHOCTb IPUMEHSEMBIX DPEKUMOB KOHIWLMOHMPOBAHUS HE
npeBbiana 2 crenenn B 70% ciiydaeB. 3HauumMas opraHHasi TOKCHYHOCTh 3-4 CTENEHH, TaKUM
oOpa3om, Obima 3apeructpupoBana y 30% manuveHTOB. YTrpokarolas KH3HH TOKCHUYHOCTb HeE
npesBbicuiia 5% W BO BceX Cllydasx OIpeAeNsgach COYETAHHEM C TSKENIbIM HH(PEKUHOHHBIM
npoieccoM. YacTora pa3BUTHUS OPraHOTOKCHMYECKUX OCJIOKHEHUU 3-4 cTeneHu Hambosee BBICOKOM
OKasajach y C€amMOM paHHEW Trpynnbsl nanveHToB, noaydasmux BJIXT Ha ocHOBe Tpex
XUMHOIIpenapaToB, W coctaBuia 45%. Y manuentoB, mnonyuuBimux pexum Bu/Mel, dacrora
OpPraHOTOKCUYECKHUX OCNOKHEHUM 3-4 creneHu coctaBmwia 35%, y MalUEHTOB, MOJYYHUBIIUX CXEMY
Treo-Mel, - 19%. Ilpumenenne BJIXT B coueranuu c pamuoreparnueii MIBG He mpuBeno x
HapacTaHUIO OPraHOTOKCUYHOCTM B PAHHEM IIOCTTPAHCILIAHTALIMOHHOM IIEpUOJE: 4acToTa
TOKCUYECKHX OCIJIO)KHEHUH 3-4 CTENeHU CO CTOPOHBI BHYTPEHHUX OPraHOB COCTaBWJIA B ATOW IpyIIe
naiueHToB 10%. IloBbilIeHHE KypcOBOM /03Bl QJKWJIMPYIOLUIETO areHTa C €€ pPAacILIeIUIEHUEM,
0e3yCcI0BHO, MPHUBEJIO K IMOBBIIIEHUIO OPraHOTOKCMYHOCTH: YacTOTa TOKCUYECKUX OCIOXKHEHHH 3

CTEIEHH COCTaBHIIA B JaHHOU rpyrmme 65%, 4 crenenu — 0 (PucyHok 8).
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Pucynok 8 - Yacrora pasButHs opraHHOW TokcuyHOCcTH 3-4 crenenu mnociae BJXT y

MAIUEHTOB ¢ HEHpPOOIacTOMOM

Y 5 (7%) mamueHTOB pPETUCTPUPOBATIOCH PA3BUTHE B PAHHEM MOCTTPAHCILIAHTALIMOHHOM
nepuoge BODB cpeaHersskenoro/Tsskenoro TeYeHHs, MOCTYXKUBIIEH B OAHOM clydyae HPUYMHOM
rubenu mamuenta. Bcero ot ocnoxaenuit BJIXT B paHHEeM NOCTTPaHCILIAHTAIIMOHHOM TICPHOJIS
noru0ym 6 (8%) manueHTOB. PacdeTHBIN TOKa3aTellb TPAHCIUIAHTAIMOHHON JIETAIbHOCTH BO BCEH
IpyNIe ManueHToB coctaBui §,4%.

W3 77 nanueHtoB anuTenbHbIi (5 ner) katamue3 u3BecteH y 73 (95%) uenosek. [IsatunetHuii
CPOK TIOCIIC 3aBEpIICHMs JICUCHUs TMEPeXWIN 15 manueHToB: 6 — C MEPBUYHON JIOKAIM30BAHHOMN
HelipobsacToMol U 8 — ¢ MepBUYHON IMCCEMUHUPOBAHHON U 1 — ¢ TMCCEMUHUPOBAHHBIM PELUANBOM
C TNOpakeHHeM ToJIbKO Jerkux. Eme 22 manmeHTa >KMBBI M HAOMIONAIOTCS MeHee 5 JeT mocie
OKOHYaHHUs JeueHus, 18 — B pemuccun 3aboneBanus U 4 — B penuause (MOJydaroT cnenuduyeckoe
naeyeHue). Meauana HaOmoJeHHsl 3a 3TOM rpymmoil cocrasnser 18,5 (2,6-51,1) mec. cTpykrypa
COOBITUI B TpyHIe MAallMeHTOB C HEMpOOIACTOMOM BBICOKOTO PHCKA, MOJYYMBIIMX IPOrpaMMHOE
nedenue, prarovatomee BJIXT, nmpeacrasnena B Tabnure 4.

Tabauna 4 - CtpykTypa coOBITUH B TpyIIe MAlUeHTOB C HEHpoOJIacTOMOMN, MOTYyYMBIIUX

BJXT koHCconumanuu

Hcxon KosinyecTBO manueHToB
[Tposxxunu Gomnee 5 net 15
JKuBbl MeHee 5 neT 22
B pEMHCCUU 18
B penuauBe (Ha JICUCHUN) 4
[Toru6mu OT nporpeccupoBaHusi HEHPOOIACTOMBI 30 (39%)
[Moru6su ot ocnoxuennit BJIXT 6 (8%)
[TorepstHb! M3-110/1 HAOIIOICHUS 4 (5%)
Bcero mpoaHann3upoBaHo 73 (95%)
Bcero BK/04eHo 77 (100%0)
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Menuana BpeMeHH 10 pa3BHTHs peuuamBa cocraBwia 7,6 (1,0-63,0) mec., g0 rubemu oOT
nporpeccupoBanus Helipobiactomsl — 10,3 (2,0-89,0) mec.

[Tatunernsist OB Bo Beeilt rpymnme nanuenToB cocrasuia 46,1%, BCB — 39,7%. BepkuBaemocTth
MAIMEHTOB B TPYIIE BBICOKOIO PUCKa Oblia TOCTOBEPHO BBIIIE TAaKOBOM Yy MAallMEHTOB M3 TPYIIIbI
yabTpaBbicOKoro pucka: mstuietHss BCB cocraBuia, coorBerctBeHHO, 30% u 90% (Pucysnok 9).
CrnenyeTr OTMETUTBh, YTO BCe NALUEHTHI (N=9) ¢ MECTHOPACIIPOCTPAHEHHOM HEHPOOIACTOMON BHICOKOIO

pHCKa XKHUBBI 0€3 MPU3HAKOB PEILUINBA.

BCB

. BBICOKHI pHCK 90%

0,67

0,4+

VIbTpaBbIcOKHI pHCK 30.6%

0,24

p=0,005

T T T T T T
0 120 240 36,0 480 mec 600

Pucynox 9 - Pacuernas nsrtunetrHsas BCB y naumeHTOoB C HelpoOsiacTOMON BBICOKOH U
YJIBTPaBBICOKOM IPYIIIBI PUCKA

YacroTa pa3BUTHS pEeLM]MBA B TEUYEHHUE 3-X JIET IOCJIE€ OKOHYAHHUS JICYEHHs] y MalMEeHTOB,
nony4asmux pexkumsl MEC/MET (n=12), Bu/Mel (n=8) u Treo/Mel (n=24), cocrasuna 77,8%, 85,7%

1 59,9%, cootBercTBeHHO (PrcyHok 10).

BeposiTHOCTL PAZBHTHS PeIHIHEA

MEC/MET 77,8%

1.0
Bu/Mel 85,7%

0,5
Treo/Mel 59,9%%

0,24

0,0 p=0.3

T T T T T
0 120 240 360 480 600 720 840 950 1080 1200

Mec

Pucynox 10 - KymynsaruBHas yacTtoTa pa3BUTHA pelMIuBa 3a00JIEBaHUS y MAI[UEHTOB C

HelpoO61acTOMOH YIbTPaBBICOKON IPYIIIBI PUCKA, B 3aBUCUMOCTH OT pexuma BJIXT
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Kapruna Hamboee «OTCPOYEHHBIX» PEHHUIMBOB NP MNpUMeHeHHH pexuma 1reo/Mel
OTIpe/IeNIIeT ero B KauecTBe 0a30BOTO IS MOCIIEAYIOMIETO JOTOJHEHUS HOBBIMU TEPAIEBTHUECKUMU
MOIX0JITaMH HITK MOTU(UKALINH.

B nmponmomxkeHue Hamero HccleAOBaHHUA B TIPYNIEe MMAalMEHTOB C HeWpoOiIacToMoit
yIBTPaBBICOKOM IPyMIbI pucka Mbl codetann pexkum BIXT Treo/Mel ¢ paguorepanucii MIBG 13
1100 UK TIO TMYTH MOBBIIICHUS U «PaCIIEIUICHUs KYpCOBOH 1036l Tpeocynb(ana. 13 67 maueHToB ¢
HEeNpo0JIacCTOMON YyIbTPaBBICOKOM IPYIIIBl pucka craHiapTHble pexxumbl BJAXT nomyuunu 51 (76%),
BAXT c paguorepanueit MIBG 113110 (15%), «pacuieriennbie» pexumsl — 6 (9%). Hannydymmmu
nokazarenn 3-x JetHed bBCB okasanuce B Tpynmne MNalUMEHTOB, IOJYYMBIIUX B KadyeCTBE

koHconuaanuu BJIXT B komOunauu ¢ MIBG 1'3L. Pacuernas 3-netusis BCB B 3-X BBILICONNCAHHBIX

MOArPYMIax NAIMEHTOB ¢ HEMPOOIACTOMOM YIBTPaBBICOKOTO pUCKa MpejacTaBieHa Ha Pucynke 11.

L

BCB

0,84

MIBG 60%:

0,57

p=0,08

047 “‘—|_\_ crargapraue 31%

0.0 PACLIEILTEHHB €

T T
0 12.0 240 %0 480 Mec 600

Pucynox 11 - Kpusbie 3-x nerHeii BCB B moarpynme nanueHToB ¢ HeipoOiacToMoit

YHLTpaBBICOKOﬁ IpYIIIbI pPUCKA, B 3aBUCUMOCTHU OT HpOBO)IPIMOfI UM KOHCOJIMAAIIUun

Hau6Gonee PENPE3CHTATUBHBIMU ABJIAIOTCA PE3YJIbTAThI ITAITUCHTOB, MMOJIYYUBIINX CTAHJAPTHLIC

131
I

pexxumbl BIXT u coueranne BIAXT ¢ pagmorepanueit MIBG , pE€3yJIbTaThl CPaBHEHHS B JTUX

noAarpynnax npuOmmxkaroTcs K - goctoBepHbiM:  P=0,08. C y4eToM OTCYTCTBHUS CIllydyaeB

TPaHCIUIAHTAIIMOHHON JIETATbHOCTH Yy TanueHToB, nonyynBmux MIBG |13t

B couetanuu ¢ BJIXT,
MO’KHO CyIUTh O Oosiee BBICOKOH 3(h(peKTUBHOCTH KOMOMHHUPOBAHHON KOHCOJIUIAINH, TIO CPAaBHEHUIO
CO CTaHIApTHOM.
Jlum¢poma XoxKKHUHA
[Tporpammuoe neuenne JIX ¢ BIAXT xoncomummaruu momyurm 30 marumenTtoB: 11 (37%) ¢

nepBuyHO-pedpakTepHoit dopma 3aboneBanus u 19 (63%) — c peuuauBoM 3aboseBaHus. Pexum
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BAXT ARA-C-Mel momyuunu 20 maruentos, pekum VP-Mel — 7, y Tpoux manueHTOB
ucnonb3oBatuch pexkumbl BJIXT, ocHOBaHHBIE Ha codyeTaHMM PUOOMYCTHHA U MendanaHa 0o
nukinodochamuna. Y 7 manuentos JIT nmpoBoaunacek nHenocpenctseHHo nepen BAXT. ozer JIT npu
stom coctaBmin 20-24 I'p Ha cpenocTeHne w/wim JuM@aTHdecKue y3ibl BbIEe auadparMbl W/ Wid
cenesenky (N=6) u 10 I'p Ha Gpromuyto mojgocts (N=1).

Pexxumbr BIXT, npumeHsiemble y NaHHOM TpYIIbl MALMEHTOB, HE OBUIM TOKCHYHBIMHU.
KyMmynsTuBHas opraHHas TOKCHMYHOCTh Oosiee 2 creneHu ormedanach y 4 (13%). V 24 (80%)
MAIMEHTOB PErHCTPUPOBAINCH TOKCUYECKUE oclokHeHus 1-2 crenenu. Y 2 (7%) mauueHToB He ObLIO
OTMEUYeHO Kakoi-mnbo Tokcuunoctu BJIXT, nomumo wmwuenocynpeccuu. ['ematonoruyeckas
TOKCUYHOCTH 4 CTENIEHH OTMEUaIach y BCEX NAMEHTOB, noayunuBmmx BJIXT.

Y 12 4YenoBek B KauyecTBE MCTOYHHMKA HCIIONB30BAICA JieHKa(epe3Hblid MNPOAYKT U3
nepudepudeckoil KpoBu, moiaydeHHbIH mocie moOwmmzanuu [-KCOD. B cpemnem mnocie BJAXT
nepenBaIu 4x10%/xr Beca perunuenta CD34+, monydeHHBIX Yy OOJBIIMHCTBA IOCIE 2-X CEaHCOB
mutadepesa. Eme y 12 manueHToB, B CBA3M ¢ HEAOCTATOUYHBIM KoJrdecTBOM 3arotoBiieHHBIX ['CK, Ha
CIICIYIOIINUN JIEHb MPOBOIWIACE 3KCy3us cTumyaupoBanHoro KM. B atom ciaydae mocne BJIXT
nepenuBaics komOuHupoBanuelii Matepuan: KM+IICK. V 6 mauuenToB B kauectBe uctounuka ['CK
ucnonp3oBaics mnpaiimupoBanHsli [-KCD KM. B nameit paGore moOmnmzamus u cbop I'CK
nepugepudeckoil KpoBu okazanuchk 3¢ dextuBHbME 1ocie kKypca ICE B 47% ciyuaeB, mocie Kypca
ViGePP — B 70% cnyuaeB. Takum 00pa3oMm, CYIIECTBYET OINpE/IeiCHHAs MpodjemMa aaeKBaTHOM
mobunm3anuu ['CK nepudepudeckoil KpoBH y MallMEeHTOB ¢ peluauBaMu/pedpakrepHbiMu hopMaMu
JIX.

Mennana BpEeMEHM BOCCTAHOBJICHHS JICHKOLIMTOB BBIIIE 1x10%n mocne ayTOJIOTUYHOMN
tpancrianTauu I'CK xoctroro mosra/ komOouHaruu 'CK KM u nepudepudeckoit KpoBu cocTaBuia
12,5 nueit, nocne tpanciutantanuu I'CK nepudepuueckoit kpou cocraBuia 10,0 nueit.

W3 Beeit rpymnmel nanmentoB (N=30) k MOMEHTY Hamucanus padoTsl kuBbl 21 (70%) uenosek,
OJIMH MalMEeHT MO 3aBepLICHUH MPOrPaMMHOIO JIEYEHUs yexasl HaOJIIo1aThCsl [0 MECTY KHUTEIbCTBA,
OyIyun B peMHCCHHM, W OBbUI TOTEPSH H3-T0JA HaOmoAeHUs. MeauaHa BpeMEHH HaONIOJCHUS 3a
BBDKUBIIMMU NanueHTamu coctasiser 109,8 (40,0-178,0) mec. B Tabauue 5 npencraBieHa cTpykrypa
COOBITHI B IpyIIie MalMeHTOB ¢ pedpakTepHbIMU hopmamu U peunauBamu JIX, nomyunsmmx BAXT

¢ ayto-TI'CK.
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Tabdauua 5 - Yucio BEDKUBIIUX M CTPYKTypa COOBITHI y TMAalMEHTOB ¢ pedpaKkTepHBIMU U

peunauBHbIME popmamu JIX, monyyasmux BJIXT ¢ ayro-TT'CK

CoObITHE KosnuecTBO nanueHToB
KuBbl 21 (70%)

[Toru6mm ot nporpeccupoBanus JIX 6 (20%)

IToru6au 0T OCIIOKHCHHH JICYEHUS 2 (7%)

[ToTepsinbl U3-1107] HAOTIOACHUS 1 (3%)

Bcero 30 (100%0)

OOm1ast BBDKMBAEMOCTh MAIMEHTOB ¢ pedpakTepHoit popmoit u peuuansamu JIX cocraBuia B
Hamiel rpymnme mnanueHToB 71,3+£8,6% mnpu cpenHem cpoke HaOmoaenus 134,6+13,2 wmec.
beccoOwiTHitHas BbeDKHMBaeMOCTh — 72,4+8,3% mpu cpemnem cpoke HabOmomenus 131,9+14,0 wmec.
CornocTaBiieHue pe3ylbTaTOB BBDKMBAEMOCTH B TPYIIAX IMAIMEHTOB C MEPBUYHO pedpakTepHBIMU
muMpOMaMH, C XHUMHOYYBCTBUTCIBHBIMH W XUMHOPEPPAKTEPHBIMH PEIUJAUBAMH  ITOKA3aJI0
cymectBeHHbIe pazmuuusi: 10-metHsas BCB y manmueHTOB ¢ XMMHOYYBCTBUTEIBHBIMH PEIMINBAMU
aumbombl coctaBuna 85,7+13,2%, B rpymnmne manueHToB ¢ nepBUYHO-pedpakrepHoi JIX cocraBui

72,7+13,4%, y nanueHToB ¢ pepakTepHbIM petuauBoM JuMpomMel — 63,6+£14,5% (Pucynok 12).

BECB

XHMHOYYBCTEHTEIbHEIE pennaneer 85,7%

0,8

b 72,7%

0,67

pelpaxkTepHble peNEARER 63,6%

0,47

0,24

0,04 p=0.65

Pucynox 12 - beccoObituiiHas 10-meTHAS BBDKMBAEMOCTh MAIMEHTOB C TMEPBUYHO
pedpakrepupiMu  popmamu JIX, a Takke € XMMHUOUYYBCTBUTEIBHBIMH W XUMHOpPe(pakTepHbIMU

peuuaMBaMu 3a00JIEBaHMS

WHuTepec BeI3pIBacT rpynna nanueHToB (N=7), kotopbiM JIT mpoBoauiack HEMOCPEICTBEHHO
nepea BJIXT c nensio norennuposanus 3gpdexra nociaenseit: 5 — ¢ peppaxkrepasm peruausom JIX (B
T.4. 1 — peruaus nociie BJIXT), 2 — ¢ mepsuuno-pedpakrepHoit JIX. [Ipoananuzuposas 10-1eTHIO0O
bCB B maHHO# Tpymnne, CTAaHOBUTCSA BUIHO, YTO COYETAHUE JTAHHBIX METOJ0B TEPAUU KOHCOIUAALINN
B TaKOM pEXHUME II03BOJISIET Yy MalUeHTOB ¢ pedpakrepHoit ¢opmoit JIX necstunerneir bBCB,

CpaBHHMOﬁ C TaKOBOH Yy HaluCHTOB C XMMHUOYYBCTBUTCIIbHBIMU (I)OpMaMI/I peuuanBOB 3a00JIeBaHUs.
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Tak, 10-netnsist BCB B aT0M rpynme namueHToB cocraBmiia 85,7% u oHa Oblia uaeHtuyHoi bCB B
rpyIie NalueHTOB ¢ XUMUOYYBCTBUTEIBHBIMU pellUANBaMU. B ykazanHo# rpynmne aumb 1 manueHT ¢
pedpakTepHOil hopmoii 3aboneBanus morud ot peruauba JIX mocie 22 mMec. ctabunuzanuu O0JIe3HH.
[IlecTepo MaMeHTOB KUBBI B PEMUCCUHU, MeIMaHa HAOII0eHHUS 32 HUMH cocTaBiisieT 144 mec.
Meayaiiot1acroma

Ha stane konconmunauuu BJAXT B TanaeMmHoM pexxume nonyymwin 22 namuenta. Toibko 1 Kypc
BAXT nonyuunu § manueHToB: 3 U3 HUX — MAUEHTHl mitaame 4 jer ¢ aecMmoruiactuyeckoin Mb (B
paMKax MporpaMMHON Teparuu 3arianupoBan 1 kypc), 1 — B ¢Bsi3u ¢ HegocTatouHocThio coopa I'CK,
1 — BBuay TOoKcMuyHOCTH mepBoro Kypca BJIAXT, 1 — u3-3a oclioKHEHUs, HE CBA3aHHOTO C JICUCHHUEM,
pasBuBLIerocs mnocie mnepBoro kypca BIAXT, 2 — momyuunu «pacuierieHHbiin» pexum BIAXT c
ACKaTMPOBAHHOU 710301 THODOChaMua.

Bo Bcex cnyuasx nmposenenus B/IXT y manueHToOB 0OTMEUanoch pa3BUTHUE T'eéMaTOJIOTMUECKON
tokcuyHocTH IV crenenu. M3 28 manueHTOB, MOTYYUBIIUX XOTsS Obl OAMH cTaHaapTHbIN kKype BIAXT,
1ocjie MEepBOr0 Kypca OpraHHas TOKCHYHOCTb MaKCHMMajbHO 2 crerneHu orMmeueHa y 10 (36%)
MalKMeHTOB, MakcuMalibHO 3 crenenn — y 17 (60%) manuenToB, MakcumansHo 4 crenenu —y 1 (4%)
nauueHtoB. M3 22 manuenTtoB, noiayuuBmux 2 kypca BJAXT B pexume «ranuem», mocie BTOPOro
kypca BJIXT opranHas TOKCHMYHOCTh MakCUMaibHO 2 cTemneHu ormeueHa y 4 (18%) manueHTOB,
MakcuMaibHO 3 crenenu —y 15 (68%) marmenToB, MmakcuMaiibHO 4 crenienn — y 3 (14%) manueHTos .
Takum oOpa3om, yacToTa pPa3BUTHS KIMHUYECKM 3HAUYMMON OpPraHHOM TOKCHYHOCTU 3-4 CTEHeHH
HECKOJIBKO Hapacrtana ko Bropomy Kypey BIXT: u nocne 1 xypca cocrasuna 64%, a nocne 2 Kypca
BIAXT — 82%.

VY 1BOMX MAalMEHTOB, IMOIYYUBIINX «pacuieruieHHbl» pexxuM BJIXT ¢ ackamanueit kypcoBoin
1036l THOOoCchamuga, pErucCTPUPOBATUCH TOKCUYECKHE OcliokHeHus 4 crenerHu. O0a 3TUX TalMeHTa
Ha Ooniee panHeM stane jeyeHus nonyyanu KCO B COJl 36 I'p. YV onHOro U3 manueHTOB pa3BUTHE
TOKCHYECKUX OCJIO)KHEHMH W MPUCOCTUHEHHE DPE3UCTEHTHOM K Tepanuu HMHQEKUUU MOCITYKUIO0
IPUYMHON JeTanbHOro Mcxona. B rpynne nanuenTos, nonyuusmux KCO B noze 36 I'p, Hapactanus
OpraHHOM TOKCHYHOCTH IOCJIENyroIMX cTaHgapTHbIX KypcoB BJIXT, mo cpaBHeHMIO manueHTamu,
nonyuusmumu KCO B noze 23,4 I'p, otMeueHo He Obi1o. Oco0Oro BHUMaHMs BBUY CHELUPUKU
JIOKaJIM3alMK OMYXOJIM 3aciy>KUBAeT aHaiau3 HeilporokcuuHocTu. Y 15 u3 28 (54%) manueHToB ObLIO
3apErUCTPUPOBAHO PA3BUTHE HEHPOTOKCHMUECKHUX OCJIOXHEHHH Mocie MepBOro Kypca CTaHAapTHOU
BAXT: y 13 (46%) nmauueHToB perucTpupoBajioch pa3BUTHE HEHPOTOKCHUHOCTH | crenenu, y 1 (4%)
NanueHTa — HEHPOTOKCHMYHOCTH 2 creneHu, eme y 1 (4%) — 3 creneHu. CTOMT OTMETHUTH, YTO
pa3BUTHE HEUPOTOKCHUYHOCTH 2 U 3 creneHu mnocie kypcoB BJIXT ormewanock y mnanueHTOB,
MMEBIIINX K Hadany KoHcommaanuu unjekc Jlancku He 6omee 50. [locne BTOporo Kypca cTaHaapTHON

BJXT npu3zHaku HEMPOTOKCHYHOCTH ObutH OoTMEe4YeHBl Y 19 u3 22 (86%) mamumentoB: y 16 (73%)
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MAIMEHTOB PETUCTPUPOBATIaCh HEMPOTOKCUYHOCTh | cremnenu, y 2 (9%) nanueHToB — 2 creneHy, y 1
(45%) — 4 crenenu. Takum o00pa3oMm, UMeNach TEHJACHIUS K HApacTaHUIO YaCTOThI, HO HE
BBIPAKEHHOCTH, HEUPOTOKCHYECKUX OCJIOKHEHUN Yy MaIMEeHTOB IOCJIE€ 2-T0 Kypca CTaHJAapTHOU
BJIXT, mo cpaBHeHMI0O C TakoBbIMM Tiocie l-oro kypca. Y 2 NalMEHTOB, MOJYYUBIIUX
«pacuerieHHbIn» kKype BJAXT koHconuaanuu, perucTpupoBaIMCh HEHPOTOKCUYECKUE OCIOKHEHUA |
U 3 CTeneHu, COOTBETCTBEHHO. Y 8 MalMEeHTOB, MOJIYYUBIINX Ha dTarne MHAYKIUHN Bbicokue 10361 KCO
(COJ 36 I'p) MO’kHO TOBOPUTH O TEHICHIIMU K HAPACTAHUIO HEMPOTOKCUYHOCTH KaK 10 YaCTOTE, TaK U

0 TSHKECTH T€YEHHUs OT mepBoro Ko Bropomy kypcy BAXT (Pucynok 13).

% EJP/D
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20 10 13% 140
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CTeNeHb TOKCHYHOCTH CTeNeHb TOKCHYHOCTH

Pucynoxk 13 - Yactora pa3BUTHS U CTENIEHb TSKECTH HEMPOTOKCHUECKUX OCIOXKHEHUH nocie 1
u 2-x kypcoB B/IXT y nmanueHToB ¢ MeAyna001acTOMOM, moayyuBIInX Ha stane uaaykuuu KCO B

COJ123.,4 T'p (a) wim COJ 36 Tp (&)

ITonBoss UTOr OLIEHKE TOKCUYHOCTH, CIEAYyeT OTMETHTh, 4To y 3 (10%) mauueHToB pa3BUTHE
TOKCHUYECKMX M HH(EeKUHOHHbIX ocnokHeHui mocne BJIXT mnocnyxuno mnpuuuHON paHHEH
JeTanbHOCTH B cTannoHape. OnHa nanuenTka (3%) moru6iaa BCiaeICTBHE Pa3BUTHUS MHAYLIMPOBAHHBIX
Tepanuel HEKPO30B BEIIECTBA T'OJIOBHOIO MoO3ra cmycTs 14 Mec. OT OKOHYaHMs cHenu(uyeckoro
nedenus. Wunexc KapHOBCKOro y AaHHBIX NAallMEHTOB HAa MOMEHT Haydaja IPOTHUBOOIIYXOJIEBOIO
JeuyeHust coctanisil He 6omee 40%.

Memana BoccTaHOBNeHHs Teiikomuros Gomee 1x10%/1 mocre nepsoro kypca BJIXT cocraBuna
11 (8-40) mueii. Meauana BpeMeHH BOCCTaHOBIICHHS JeiikoruToB Gomee 1x10%/1 mocie Broporo kypca
BIAXT cocraBuiia 10 (8-13) nHeil. Mennana BpeMeHU TOCTHXKEHUS HE3aBHUCHUMOCTH OT TpaHchy3uid
TPOMOOILIMTOB Y MallMEHTOB cocTaBmia nocie nepsoro kypca BAXT 19 (12-50) nueit, mocie BTOporo
kypca BJIXT 18 (12-40) nuei.

Ha momenT Hamucanus pabotsl 3 30 mpoaHaldM3UpOBAaHHBIX MAalMEHTOB XUBHI 23 (77%),
MeIuaHa BpPEMEHHM HaONIOJeHUS 3a BBDKMBIIMMH TarueHtamu cocrtaBimser 31 (10-58) mec. ot
OKOHYaHHUsl crenuansHoro JjieyeHus. Tpoe (10%) maunmeHTOoB morubim OT  peluauBa
menymtobnactomsl.  YerBepo (13%) mnamueHTOB NOTHOAM OT TOKCHYECKUX U HMH(EKIHMOHHBIX

OCJIO)KHEHUW Tepamuu, B T. 4. 1 mamueHTKa MOoruOia BCICACTBHE Pa3BUTHS WHIYIIMPOBAHHBIX
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Tepanmueld HEKpPO30B BEIECTBA TOJOBHOTO MO3Ta cmycTs 14 Mec. OT OKOHYaHHUS CIenu(puIecKoro
JICYCHHUS.

[Iatunernsst OB B rpynne nanueHToB crapiiero Bodpacra cocrasiser 65,3 + 11,5%, BCB -
68,1 + 10,3%. Obmas 3-X JIeTHss BbDKUBAEMOCTh MAIIMEHTOB CTapILEero BO3pacTa ¢ METacTaTHUYeCKON
MBb oka3anace HUXKe TaKOBOW y MAIIMEHTOB C HEMeTacTaTu4ecKoil (opMoil 3a00eBaHUs U COCTABUIIA,
COOTBETCTBEHHO, 62,5% + 13,1% u 80,0 + 17,9%, p=0,3. Tpexnerusis BCB nanuenTos crapime 4 et ¢
MeracraTuyeckoi Mb Takke okasanach HMXKE TAaKOBOM y IIALIMEHTOB C HeMmeracrarndeckod Mb u
cocTtaBmia, cooTBercTBeHHO, 83,3 = 152% wu 64,8 £ 12,0%, p=0,3. Bce mammeHTHl MITamIIei
BO3PACTHOM TpYyMIbl, BKJIIOYEHHbIE B UccienoBaHue, >kuBbl (N=5). Cpennuil cpok HaOIIOAEHHS 32
HumMu cocrtapisier 45 mec. [lpoenenne BJIXT koHcomupamuu TMO3BOJMIO JOOUTHCS XOPOIIHX
pE3yJIbTaTOB y NAIIMEHTOB CTapIliell BO3PACTHOM IPYIIIBI C JUCCEMUHUPOBAHHONW MENyJIII001aCTOMOM,
HecMOTpst Ha penykuuto 1036l KCO nmo 23,4 I'p. Tak noxasarens S-netHeid bCB B 3TOl Tpynme
cocraBui 72,7 £ 17,7%.

«PacuienuieHHbIe» peKUMbl KOHIMLIMOHUPOBAHUS

Pexumbr BIIXT ¢ pacuienieHHueM yBEJIWYEHHOW KYpCOBOW J03bl AJKWIMPYIOIIETO areHra
OBLIM HKCIOJIb30BaHbI B 0O0mIeH cioxHOocTH y 10 ManueHTOB € COJMAHBIMH OMYXOJSIMU KpaiiHe
HEeONIaronpusATHOTO MporHo3a: 6 ¢ HeilpodbaacToMoit, 2 — ¢ MeaymuiobmacTomoi, o 2 — ¢ CHO/ITHD0.
B 6 cayuasx npumensuics pexum Treo-Treo-Mel, 8 4 — TT-TT-Carbo. B 8 ciayuasx u3 10 B pexkum
BKJIIOUAJICA 5-a3allMTH/INH.

Bo Bcex cnyuasx B kadectBe wucrounuka ['CK mpumensiics mnpoaykt neiikadepesa
nepudepudeckoii kpou nocie modounm3amuu [-KCD (ayro — 9, rammo — 1). V Bcex mamueHTOB
ormevanack uHAaynupoBaHHas BJIXT ammazma KM. Iloka3sarenn remornos3a BOCCTAaHOBUIIM BCE
nanueHTsl. Menuana Bpemenu 10 BoccraHosienus WBC > 1x10%x cocrasmma 10 (9-25) nueit, PLT >
20x10%m — 15 (12-38) ameii. OpraHHasi TOKCHYHOCTh 3-4 cTeneHu Habmoaamack y 6 maiueHTos, 1-2
CTENEHH, COOTBETCTBEHHO, Y 4.

K momeHTy Hamucanusi paOoThl >kMBBI 6 ManueHToB: 4 c HeipobmacToMol 0e3 MpPU3HAKOB
3aboneBanus u 2 ¢ npusHakamu peruauBa CIO u Hb monmywator panbheitmee nedenue. OT
nporpeccupoBanus 3abosneBaHus norudnu 2 manueHtoB (¢ Hb u MB). OT ocnoxHeHuil Tepanuu
norubmu Takxke 2 mamnueHtoB (¢ [IHOO u MB). Takum o6pazom, BJIXT c pacmenneHHON
YBEJIMYEHHOW KYypPCOBOW JI030M QJIKWIMPYIOLIErO areHTa MNEPeHOCHMa, XOTA M XapaKTepHU3yeTCs
HECKOJIBKO TIOBBIIIEHHOW YacTOTOM pa3BUTHA OPraHHOW TOKCHMYHOCTH 3-4 creneHu. JletanbHble
OCIIO)KHEHHUSI OTMEUYEHBl Yy JIBOMX TMAIMEHTOB, y KOTOPBIX HMEIUCh CYIIECTBEHHbIE (aKTOPHI,

YCYT'YOJISIFOIIHME TTPOTHO3.
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Austorennas TI'CK

Annorennas poactBeHHas TI'CK Obuta mpoBegena 79 mamueHTaM ¢ pa3iHYHBIMH
OHKOJIOTUYECKUMU 3a00JICBaHUSIMU KpaiiHe HeOmarompustHOro mporHosa: 64 (81%) — nmetu co
37I0Ka4e€CTBEHHBIMU 3a00seBaHusIMU KpoBU U 15 (19%) — ¢ comuaHbIMU OMyXOJISIMH.

VYV Bcex NanMeHTOB, MOJYYUBIIMX PEXKUMbI KOHAMIMOHUpoBaHus mepen amwiorenHon TI'CK,
Obl1a OTMEYEHA TeMaToJOrMYecKas TOKCHYHOCTh 4 creneHu. OpraHHyl0 TOKCHYHOCTh | cTemneHu
passunu 45 (57%) GonbubIX, 2 crenenn — 14 (18%) GonpHbIX, 3 crenenu — 4 (5%) OonbHBIX U 4
crenenu — 3 (4%) GonbHbIX. [losIHOE OTCYyTCTBHE OpPraHHOM TOKCHYHOCTH ObLTO oTMedeHo y 13 (16%)
OonpHBIX. Bo Bcex ciywasx pa3BUTUS TOKCHYECKHMX OCIOXXKHEHUM Oornee 2  cTeneHu
muddepenmpoBars ux ¢ apyrumu ocinoxHenusmMu TI'CK Obiio crnoxno. Pa3Butne KiIMHUYECKH
3HaYMMBIX Mpu3HaKkoB BOb neuyenu 6pu10 oT™MeueHo y 4 (5%) mauueHtoB. Bo Bcex cnydasx pa3BuTue
BOB npoucxonuno Ha ¢one runepoctpoit PTIIX u nHdpekimoHHoro cuaapoma.

YcTaHOBIEHHE CTOWKOTO TOHOPCKOTO KpoBeTBopeHus nocine amtorennoit TT'CK mpousomnuio y
70 u3 79 (89%) naumuenToB. B cpenneM cpok BoccTaHOBICHHS JIeiikonutos > 1x10%1, Heiitpoduos >
0,5x10%/1 cocraBmsur 11 ameit, tpomGouuroe > 20 X 10%1 — 12 nmeit. V 3 (4%) HAlUeHTOB ¢
pedpakTepHbiMH OCTphiMU JieHiko3amu, korga TI'CK mpoBoaunach BHe peMuccMHM U Ha (oHE
CUCTEeMHON WH(EKINH, TeMaTOJOTHYECKOT0 BOCCTAaHOBIEHUS HE Mpou3ouuio. Y 6 MalHueHTOB ¢
IOMMJI (n=5) /MIC (n=1) OBUIO 3apErHCTPUPOBAHO BOCCTAHOBICHHWE COOCTBEHHOIO
MaTOJIOTUYECKOTO KPOBETBOPEHUS 3a CUET BBHITECHEHUS TPAHCIUIAaHTATa OMYXO0JIEBBIM KJIOHOM. JIumib 1
MAIMEHT U3 3TOM IPYIIBI BHIIIET B CTOHKYIO pemuccuto nocie nosropHoit TI'CK ot Toro xe goHopa.

Ounenka PTIIX

N3 5 mamumenTtoB, TpaHcmmantupoBaHHBIX OoT HLA-coBmecTrmbIXx cuOmuHroB, y 4 (80%)
npusHakoB oPTIIX B paHHeM NOCTTpaHCILIAHTALlMOHHOM Iepuojie OTMeYeHO He Obuio, y 1 (20%)
nanueHTa Ha (QoHe MPOJOHKAIIIECHCS HWMMYHOCYNPECCUBHON MPO(UIAKTUKUA PETUCTPUPOBAIACH
oPTIIX Il cTenenu ¢ mopaxeHueM Koxu U neueHu. M3 65 nereit, koropbiM Oblia nposenena TI'CK ot
TarIOUICHTUYHBIX IOHOPOB U KTO BOCCTAHOBHJI YCTOMYHMBOE JTOHOPCKOE KPOBETBOPEHHUE (MCKITFOUEHBI
HNAlUEHThl C PaHHUM MPOrPECCUPOBAHUEM OIYXOJE€BOro KioHa), y 27 (42%) mnauueHToB ObuIa
3apeructpupoBana oPTIIX | crenenu, y 14 (21,5%) — 1, y 8 (12%) — Il u y 2 (3%) — IV crenenu, y
14 (21,5%) peuunuentor amiorendbix I'CK mpusnakoB oPTIIX otmeudeno He Obuto (Pucynok 14).

Yacrora pazsutus Tspkenoi oPTIIX, cocraBmina, Takum oopazom, 15%.
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Pucynok 14 - Yacrora pazsutus oPTIIX y nmauuentos nocie ramio-TI'CK, BoccTaHOBUBIINX

YCTOHYHMBOE JOHOPCKOE KPOBETBOPEHHE

MBI nipoBenu cpaBHEHHE 4acTOThl pa3BuTUs OPTIIX pa3snu4HON CTENEHH TSKECTU B IPyIIIAx
nanueHToB, noayyaBmux mnocie ramio-TI'CK pasnuuHble HHIHOUTOPHI KaJlbLIMHEBPUHA B KauyeCTBE
npodunaktuku PTIIX. ['pynnel cpaBHeHHS cocTaBWid 33 mMmanMeHTa, KOTOPBIM Ha3HAYalu
npodunaktuky mukinocnopuom A (LCA), wm 32 mnauumeHra, mnony4aBmide MNPOGUIAKTUKY
takposumycoM. Tspkenast oPTIIX (II-1V ct.) 3apeructpupoBana y 21% peuunuentos ramio-I'CK,
nony4yaBmux npodmiaktuky LHCA, un y 9% nanueHToB, MOTy4aBIINX MPOPHIAKTHKY TaKPOIUMYCOM
(p = 0,57). Takum 00pa3oM, MOXKHO TOBOPHTb O HEKOTOPOIl TEHICHIMH K CHIDKCHHUIO YaCTOTHI
Tsokenod oPTIIX y maumentoB mnocne ramiouaeHtuuHo TI'CK, mnomyuyaBmux npoduiIakTUKy
takpoinumycoM, 1o cpaBHenuio ¢ [ICA. Xponmueckass PTIIX onenuBanmace y 55 NalUeHTOB,
nepexxuBmmx 100 qHel mocie TpaHCIUIaHTAMM U COXPAHUBIIMX JIOHOPCKOE KpOBETBOpEHHUE. TOJIBKO
y 1 u3 5 manmenros, nonyuuBimnx HLA-coBmectumyto TI'CK, ormedanuch npu3HaKu XpOHHUUYECKON
pacnpoctpaneHHoir PTIIX cpenneit crenenu Tsokectu. PTIIX y manHoro marmueHTa Oblia BbI3BaHA
OTMEHOH MMMYHOCYIIPECCUBHOM Tepamuu, CBA3aHHON C peuuaumBoM Jjeikosza. M3 50 mamuenros,
TPaHCIJIAHTUPOBAHHBIX OT TalVIOMJAEHTUYHBIX JOHOPOB, npuszHaku XpPTIIX passunuch y 21 (42%)
nanueHToB. Y 12 u3 21 uwenosek PTIIX mMmena pacnpocTpaHeHHBIH XapakTep: y 6 NpOsIBIECHUS €€
ObulM  €1a00/yMEPEeHHO BBIPAKEHHBIMH, Y 6 — HMEIUCh KIMHUYECKH 3HAYMMbIE CEpbe3HbIE
IPOSIBJIEHUS Tpoliecca, TPeOOBABIINE JTONOJHUTENbHON HMMYHOCYNIpecCUBHOM Tepanuu. B 8 u3 12
(75%) cnyuaeB paszButue pacnpocrpanenHord XxpPTIIX mpoucxoauno y TMalMEHTOB IOCIHE
3aMJIaHUPOBAHHON PaHHEH peayKIMH/OTMEHb IMMYHOCYIIPECCUBHON Tepaliy BBUJLY BHICOKOTO pUCKa
MIPOTPECCUPOBAHUST OHKOJIOTUYECKOTO 3a0oneBanus. Y 9 perunuentoB xpPTIIX HOcHIa TOKaNbHBIH
XapakTep, MPOSBICHUS €€ BO BCEX Cllydasx ObUIH c1abo/yMepeHHO BhIpaKeHHbIMU. 3 26 marueHTos,
nonyyaBmmx npoduinaktuky L[CA, y xotopsix mpoBoauics aHanu3 xpPTIIX, ssnenus xpPTIIX
peructpupoBanuch y 12 (46%) nereid, B T.4. y 5 (19%) — B BUAe pacnpoCTpaHEHHOTO Mpolecca

TsDKEJIoro TeueHus. M3 29 MOJIy4aBIINX HpO(I)I/IJIaKTI/IKy TaKpOJIMMYCOM IIAllUCHTOB, Yy KOI'O
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onenuBaiack XpPTIIX, pacnpocTpaHeHHBIN MPOIECC CPEAHETIKEIOr0 TEYEHUsI 3apErMCTPUPOBAH y
10 (34%) marmenTtoB. Tsoxensix Gpopm xpPTIIX B 3T0i1 rpymnme nanueHToB He OBLIO.
CoauaHble 0MyXoJu

W3 15 manuMeHToB € COJMAHBIMHU OIYXOJIIMH, TPAHCIIAHTHPOBAHHBIX OT TallJIONIEHTUYHBIX
JIOHOPOB, HE BBIKUI HUKTO. Meanana BpeMeH! HaOI0eH s 3a naleHTaMu coctasuia 6,7 mec. Tpoe
nanueHToB (20%) norubiu ot runepoctpoit PTIIX u comyTCTBYIOIIMX CENTUYECKUX OCIOKHEHUH B
nepBbie 3 mec. nocae TT'CK. Jlesate nammentoB (60%) peuuauBupoBanu B cpoku oT 1 go 10 mec. u
nmorubmu. Y 3 (20%) mnamueHTOB yAaloCch JOOMTBHCSA JJIUTEIBHOTO OE3pelUIUBHOTO TEUYCHHS
3a0oneBanus. Takum oOpa3oM, OCHOBHasg MpPUYMHA MOCTTPAHCILUIAHTALIMOHHOW JIETaJbHOCTU
MAIMEHTOB C COJMIHBIMH OIYXOJISIMU — IIPOrPECCUPOBAHUE OOJIC3HH.

I'emaTosioruyeckne 3a60/1eBaHUA

N3 64 mauueHToB, TPaHCIUIAHTUPOBAHHBIX IO TOBOJY I'€MaTOJIOTMYECKHX OIyXOJei, Ha
MOMEHT Hamucanus padoTel >kuBbl 22 (34%) wuyenoBeka, OJHA TMAlMEHTKA NOTEpPsSHA W3-TIOA
HaOmofeHuss. Meanana BpeMeHH HAOJIO/IEHUs 32 BBDKUBIIMMH MAallMeHTaMu cocTtaBiser 56,6 (3,1-
182,8) mec. /laHHBIE O KOJIMYECTBE BHDKUBILKX MAlMEHTOB B PA3JIMYHBIX HO30JIOTMYECKUX IpyHHax U
JUIUTETILHOCTY HAOIOICHHS 32 HUMH TIpesicTaBieHbl B Tabmuie 6.

Ta6auna 6 - KonuuecTBO BBDKUBIIMX MAIIMEHTOB B Pa3jIMYHBIX HO30JIOTMUECKUX TPYIIAx U

nepuo/1 HaOIIOICHUS 38 HUMHU

Jlnaraos, Hons BepkuBmux | [IpogomkuTenbHOCT
KOJIMYECTBO OOJIBHBIX HaOJIIOICHUS

OMJI, n=29 14 (48%) menuana 59 (3-183) mec.
OJUJI, n=15 3 (20%) 25,12 u 6 mec.

XMJI, n=5 2 (40%) 167 u 146 mec.
IOMMJI/MJIC, n=10 3 (33%) 157,97 u 53 mec.

HXIJI, n=4 0 -

JIX, n=1 0 -

Bcero: 64 22 (34%)

OT penuauBoB reMartoiiornyeckux omyxoieid morubmu 23 (36%) manmenta. Y 1 (1,5%)
nanueHTa cnycra 7 mec. nocie amio-TI'CK mo noBoay BropuuHoro OMIJI mpowusoien penuaus
nepBUYHON onmyxonn (capkoma FOuHra), 4To MociHyXKuio npuanHor rudenu narueHTa. OCnoKHEHHUS,
CBSI3aHHBIE C JICUEHHEM, SIBIUIUCH NMpU4nHOM rubenu 17 (27%) mamumentos: 11 (17,5%) — norubnu B
pesynbrate xpPTIIX, 3 (4,5%) — B pesyabrare OPTIIX u comyTcTByrOImMX HH(PEKIMOHHBIX
ocnoxkHeHu#, 3 (4,5%) — oT coueTaHuss TOKCHYHOCTH Tepanuy U HHPEKINH.

OcTtpble MHeJIOHIHBIE JIEHKO3bI

Haumnyumme pesynpratsl ammorenHoid TI'CK mocturHyrsl y mammeHtoB ¢ OMIL (n=29).

Bemmunna 5-netneit OB u BCB gig nanmenTos ¢ OMJI cocraBmia 56,2% u 47,2%, cOOTBETCTBEHHO.

Kak BugHo u3 Pucynka 15, pesynpTaThl 00IIeH BBDKMBAEMOCTH CYIIECTBEHHO pa3UYaIuCh B



38
MOATPYIIIAX ¢ «OTHOCUTEIBHO OyaronmpusaTHeIM» TporHo3om (OMJI B mepBoii u Gonee peMuccun Ha
momeHT TI'CK, n=16) u kpaiine HebGmaronpusTHbIM mporaozom (OMJI BHe pemuccuu, BTOPUYHBII
OMUJI, n=13): 5-ntetuss OB cocraBmina 75% u 26%, COOTBETCTBEHHO.

Ofman BECENBEAEMOCTE
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05 —I
“ p=0,005
0.4+
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Pucynok 15 - Ilsatunernss OB mamuentoB ¢ OMJI, B 3aBUCUMOCTH OT MPOTHOCTUYECKOTO

BapHaHTa BHYTPU I'PYIIIIBI BBICOKOTO pHUCKa

Croub 3HaUMMas pa3HULA B BBDKUBAEMOCTH HAIIPSIMYIO KOPPEIUPYET C CYLIECTBEHHO OOJIbILEH
BEPOATHOCTHIO pElUAMBA JIeiKo3a B KpaiiHe HeOmaronpusaTHoi noarpynmne (61,9%), mo cpaBHeHuto ¢
OTHOCUTEJIbHO «OaronpusTHOW» noarpynmnoit (29,3%) B Teuenue 5 jer.

VY nmanuentoB ¢ OMJI, kak y Hanbosiee MHOTOUMUCIIEHHON TPYMIBI A€TEH, MOTYyYUBIIUX AJJIO-
TI'CK, MBI TOCUMTAIN UHTEPECHBIM MPOAHATU3UPOBATh KOPPEIALUI0 HMMYHOJIOTHYECKUX (P (HEKTOB
«TPAHCIUIAHTAT-MIPOTUB-XO35IMHAa» U «TPAHCIIAaHTAT-IIPOTUB-OMyX0au». s aHaimu3a ObUIH OTOOpaHbI
23 nanuenTta, noirydusire TT'CK B cTaryce KIMHUKO-TeMaTOIOTHYECKON PEMUCCHHU, Y KOTOPBIX OBLI
Bo3MoxkeH aHanu3 XpPTIIX. ¥V 13 (57%) nanueHToB npu3HakoB KiauHU4ecku 3Hauumon xpPTIIX ne
HaOmoaanock, y 10 (43%) — perucrpupoBanuch npuzHaku XxpPTIIX pa3Hoil cTeneHu BhIpaKEHHOCTH.
O06e rpynnsl ObITM CPaBHUMBI IO COOTHOLICHHMIO MAIlMEHTOB «OTHOCHTEIBHO OJIarONpHUATHOTO» MU
«KpaifHe HeOIarompusaTHOro» MNpPOrHo3a. B mepBoil rpymme 3aperucTpupoBaHO 5 pPELUAMBOB, BO
BTOpOoi — 3. OIHAKO KyMYJISITHBHAsI YaCTOTA PEIUANBA JUTS TIAIIMEHTOB, Y KOTOPHIX pa3BUBAETCS U HE
pazBuBaercs XxpPTIIX B mocTTpaHCIUIaHTAlMOHHOM MEPHOJE, pa3ludaliach W IpPEJCTaBI€HA Ha
Pucynke 16. Takum o0pa3zom, orpelelneHHas KOppessuus JABYX HMMYHOJOTMYECKHX 3(PQEeKTOB,

IIPUCYTCTBYET.
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BeposTHOCTH pa3BETHA penaagasa OM.I
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Pucynok 16 - BepostHocts pazButus peuuanBa OMJI y mammentoB nocne amno-TI'CK, B

3aBUCHMOCTH OT HAJIMYMS WK OTCYTCTBUSA y HUX XpPTIIX

OTaenbHO aHaNM3UPOBATH YACTOTY pAa3BUTHS PEUUAMBOB HE COBCEM BEpPHO, TaK Kak
MHTETPAIbHBIM TOKa3aTeJeM pe3ylibTaTa JICYeHHs BCe-XKe SBIIAETCA TO, )KUB IMallMEeHT UiIu ymep. B
LIEJIOM PEe3YJIbTaThl JICYEHUs OKA3aJIMCh JIyYIlle Y ManueHToB, nMmeromux xpPTIIX koHTposmpyemoro
TEUYEHUs, MPU TOM TMEPUOJ HAONIOACHHS 3a TMalMeHTaMH JOCTATOYHO MPOAOJKUTENbHBIA. Tak 8-
netHsisi OB nanuenToB, umeBmux npuszHaku xpPTIIX, cocraBuna 80,8%, He umeBmux xpPTIIX —
46,6% (Pucynok 17). Takum obpa3zom, y maienToB ¢ OMJI BBICOKOTO pHCKa CIIEAYET CTPEMUTHCS

nostyuuTh XpPTIIX KOHTpONMpyeMOro Te4eHHs B TOCTTPAHCIIIIAHTALlMOHHOM IIEPUOJIE.

06]]]5“1 BBIAKHBAEMOCTD

0,84
xpPTIIX (+) §0,8%

0,6

0,41 xpPTIX () 46.6%

0,01 p=03

Pucynok 17 - OB nauuentoB ¢ OMIJI, nonyuuBmux aymuorennyto TT'CK B pemuccum, B

3aBUCUMOCTH OT HAJIMYMS WIM OTCYTCTBUSA y HUX ITpu3HaKkoB XpPTIIX
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Octpsolit IMMPOOIACTHBIN JIeHKO03
N3 15 manmenTos ¢ OJIJI Ha MmoMeHT Hanucanus paboTsl 3 (20%) kuBbl B pemuccu, 7 (47%)
noruOJIM OT peuuauBa Jeiko3a, 3 (20%) — morubmu ot xpPTIIX, 1 (6,5%) — morud OT TOKCUYECKHUX U
WH(MEKIUOHHBIX ocliokHeHud u eme 1 (6,5%) — motepsna wu3-nox HabOmogenus. Kpusas OB

nanuentoB ¢ OJIJI, momyuyusimux amno-TI'CK, npencrasiena Ha Pucynke 18.

O6mas BpkABaeMocTb. IlaguenTsi ¢ OJLT

1,07

0,87

0,6+

5-neTaan OB 15.7%

Mec

Pucynok 18 - O6mas BepKuBaeMocTh nauueHToB ¢ OJIJI oyeHb BBICOKOTO pUCKA, KOTOPBIM
6nu1a mpoBenena amio-TI'CK

Takum 00pa3om, mporpeccupoBaHHE€ OCHOBHOI'O 3a00JI€BaHMsI MPEUMYILIECTBEHHO B IEPBbIN
roj nocie amo-TI'CK sBnsnoce 0CHOBHOM NPUYMHON CMEPTHOCTH paccMaTpUBAaEMbIX MALIUEHTOB C
OJUJI ynpTpaBBICOKOW IPYIIIBI PUCKA.

IOMMJUI/MAC

N3 10 maumentoB ¢ IOMMII/MJIC x HactosimieMy MoMeHTy »uBbl 3 (33%), cpoku
HaOMoIeHus1 32 HUMH cocTaBistoT 157, 97 u 53 wmec., 2 (20%) — morudnu ot xpPTIIX, 5 (50%) —
noru6mu ot nporpeccupoBanus OMMII/M/IC. Kymynsatuasnast S-netass OB u BCB nanHo# rpynmns
nanuenToB coctaBmwia 40% u 30%, coorBeTcTBeHHO. BeposTHOCTh pennauBa 3ab0jeBaHus 4yepe3 S5
net nociie TI'CK cocraBnsier 60%. Takum o6pazom, peunnussl nocie awtorenHo TI'CK ocrarorcst
OCHOBHOM NMPUYMHON CMEPTHOCTH NalMeHToB ¢ nuarnozomM KOMMII/M/IC.

IIpumeHeHre HHAMBHUAYATN3HPOBAHHBIX PE;KHMOB KOHAMIMOHNPOBAHNS NP AJVIOTC€HHOM
TI'CK

oJu1

[IpumeHeHre WHAMBHUIYATU3UPOBAHHOIO TMOAXOAAa K PEKHMMaM KOHIWLMOHMPOBAHUS C
BKJIIOYEHHEM  DIHMICHETUYECKUX  areHTOB  W/WJM  JIOTIOJHUTENIBHBIX  HANpaBICHHBIX  Ha
npodunaktuky/repanuto penuauos B [ITHC MeronoB B mociennue roapl 0003HAYMIO TEHACHITUIO K

JydIeil BEBOKHBaEMOCTH 3TUX marrenToB (Pucynok 19).
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OB. ITanaenTs! ¢ OJLT
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Pucynok 19 - OB nocne amno-TI'CK namuentoB ¢ OJIJI BEICOKOTO pHCKa, B 3aBHCUMOCTH OT

noaxoJa K pekuMy KOHAUIIUOHUPOBAHUA

oMJ1

U3 29 mnamwentoB ¢ OMJlI moguduuupoBaHHBIA PEXUM  KOHAMIMOHUPOBAHUS MBI
UCMOJIb30BAIM Y TPOUX IALMEHTOB C INPOTHOCTUYECKU KpaiHe HeOJIaronpHusATHBIM THUIIOM JIeHKO3a.
WNupuBuayanu3anus NoaxoAa K pekuMaM KOHAMIIMOHMPOBAHUS Y ATUX MALIMEHTOB B COYETAHUU C
aimorernoit  TI'CK  cmocoOcTBOBanmM — JOCTHXKEHUIO/yICPKAHUIO — KIMHUKO-TEMaTOJIOTHYECKON
peMuccHM y Bcex Tpoux nanueHTtoB. K MoMeHTy HanucaHus paboThl kKB 0€3 MPU3HAKOB peruausa 1
nareHT (Ne3), cpok HaOuIOJEeHHs 3a HUM COCTaBMWJI 9 Mec., y JBOMX MAIMEHTOB PEMUCCHS
yaepxkuBanack B TeueHue 6 (marueHT Ne2) u 11 (maumentka Nel) mec. mocne TI'CK, mocrne yero Obu1
3adukcupoBan peuuauB OMJL. O6a mnamumenta morubnu uvepes 16 m 12 mec. mocne TI'CK,
COOTBETCTBEHHO.

IOMMII/M/IC

B cBs3u ¢ oTcyTcTBHEM 3 deKTa OT dCKaNTALNH 103bl ANKUIUpYolero areHta (0ycynbdan) ¢ 8
Mr/kr 10 12 m 16 Mr/kxr y 2 manueHToB muaamero Bo3pacra ¢ FOMMIL, y 1 mamuenTa 3-X JeT ¢
IOMMJI u MmoHocoMued 7 ObuUl NPUMEHEH WHIUBUAYAIbHBIH WHTEHCU(PHUIIMPOBAHHBIA PEXUM
kouautonuposanus (Pucynok 20). ITo 3aBepuieHHE pexxrMa KOHIUIHOHUPOBAHHS MAUEHTY ObLa
npoBesieHa TI'CK or ramnmoupentnyHoil marepu. Ha mMomeHT Hamucanus paOOThl MallMEHT XHUB B

pemuccuu, Cpok HaboieHus 3a HuM coctasisiet 53,5 mec. nocie TI'CK.
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Pucynok 20 - MaanBuyanu3upoBaHHbIA PEXKUM KOHIUIIMOHUPOBaHUA y nanueHTa ¢ FOMMII
1 MOHOCOMHEN 7

Ipumeuanus: G-CSF — I'-KC® 6 mxe/ke; FIu — ¢hnrooapabun 30 MZ/MZ; ARA-C - 2000 MZ/MZ;
M — 100 me/m?; Tr — mpeocynsgan 14000 me/m?; ATG — AT 10 me/ke; BMT - TKM; days — onu.

OueHkKa TPAHCIJIAHTAIMOHHOM JIeTAJIbLHOCTH
W3 79 nammenToB ot ocnoxHenuit TT'CK morubmu 21 (26%) denosek: 6 (7%) — oT TsKenoit
oPTIIX, 12 (15%) — ot xpPTIIX u 3 (4%) — OT TOKCHMYECKMX W HMH(EKIMOHHBIX OCIOXKHEHUH

(Pucynok 21).

TOKCHYHOCTb,
HHperOHA: 4%

>

xpPTIIX: 15% oPTIIX: 7%

Pucynok 21 - CtpykTypa TpaHCIUTaHTAIIHOHHOH JIETATbHOCTH Y MareHToB mocie aymuio-TI'CK
PacuerHas TpaHCrulaHTanMoOHHas JeTalbHOCTh depe3 5 u 10 ner mocne amnorenHoi TI'CK
cocraBuna 29,9% u 46,7% coorBercTtBeHHO. [l0 Mepe ycOBEpIIEHCTBOBAaHUS CONPOBOIUTEIBHON
Tepanuu M KputepueB oTOopa manueHToB Uit mposeneHus amio-TI'CK oTmeueHa TeHaeHIUS K
CHI)KCHHIO TPAHCIUIAHTAlMOHHOM JIETAIBHOCTH. B rIpymne namueHToB, MOJYYMBIIMX YacTHYHO-
copmectumyto TI'CK, paBHO kak M BO Bceil Koropre OOJIbHBIX, HaOJIOAAETCS CYLIECTBEHHOE

CHIDKEHHUE TIOKa3aTels S-JIeTHeW TpaHCIIaHTaIMOHHOM JeTanpHocTH rocie 2010r: ¢ 52,8% no 21,0%.

PasBuTHE TOJIEPAHTHOCTH HMMYHHOH CHCTEMbI
Pa3BuTne TONEpaHTHOCTH JOHOPCKONM MMMYHHON CHCTEMBI K TKAHSIM OpraHU3Ma pEIUIMEHTa
OIIEHUBAJIOCH Y 24 marueHToB, nepexxuBmux 1 roa nmociue ramwio-TI'CK 1 HaXxoquBIIUXCS B COCTOSTHUT

CTaOUIILHOM peMUuCCHUU 110 OCHOBHOMY 3a00JieBaHUI0. [10OTHOCTBIO OTMEHHTH HMMYHOCYITPECCUBHYIO
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Tepanuio 6e3 passutus Tskenod PTIIX ymamoce y 9 (37,5%) maunmentoB. Menuana BpeMeHH 0

OTMEHBI IMMYHOCYIpeccun coctasuiua 48 (18-115) mec.

BbIBO/IbI

1. DddexkTuBHOCTL amioreHHou (ramnoupeHtuyHoi) TI'CK y pereil ¢ coluaHbIMU
OMYyXOJIAMHM KpailiHe HeOJIaronmpusiTHOTO MPOrHO3a peaqu3yercs B BUAC Y/UIMHEHUS BPEMEHU JI0
porpeccupoBanus 3a0oneBanus B 25% HaOI0IeHUN;

2. Annorennas TCK ¢ nmpumenennem PCHU obecnieunBaet amurenbHyro (6omiee S net) BCB
= 75% nmauuentam ¢ OMJI, Beimienmmm B pemuccuro kK MoMenty TI'CK. [{ns ynydineHus pe3yiabTaToB
TI'CK y mammentoB ¢ IOMMII/M/IC, OJUJI Tpebyercss mpoBeAeHHWE WHTCHCU(DUIIMPOBAHHBIX
WHUBUIYAJIM3UPOBAHHBIX PEKUMOB KOHAUIIMOHUPOBaHus. [{is nanuentoB ¢ OMJI He B peMuccun Ha
mMomeHT TI'CK, uHTeHcHbUKalus peKUMOB KOHIUIIMOHUPOBAHU HE MpPHUBENAa K CYHIECTBEHHOMY
yIy4IIeHUIo pe3ynbTaTB (26% amutensHoit BCB);

3. Pazsutue mnocne amio-TI'CK y mammentoB ¢ OMJI xpPTIIX accomuupoBaiiock co
CHIKEHUEM 4acToThl peuuauBa ¢ 48,7% (6e3 mpusznakoB xpPTIIX) mo 30%, p=0,3. 310, B cBOIO
ouepellb, BhIpaXkalloch U B NoBbIIeHUH S-neTHeil OB manuenTtoB ¢ 46,6% (6e3 npusHakoB xpPTIIX)
1o 80,8%, p=0,3;

4, [Mamio-TI'CK nepenocuma OGOJBITMHCTBOM IMAIMEHTOB, KakK Mpu ucronb3oBanuu PCU,
TaKk ¥ T0CJIe WHTCHCH(DHIIMPOBAHHBIX PEKUMOB KOHIMIIMOHUPOBAHUS. BOCCTaHOBICHHE TeMOI033a
npoucxoauT y 90% nauuentoB B cpenHeMm B TeueHue 12 nueit nocne TI'CK. TpaHcnnanTanuuoHHbIE
ocnoxknenus nocne ramno-TI'CK nocnyxunu npuuuHoii cmeptu 20 u3 74 (26,5%) namuentos: 6 (8%)
— morubmu ot oPTIIX, 11 (15%) — or xpPTIX, 4 (3,5%) — oT MHPEKINOHHO-TOKCHUYECKUX
ocinoxHeHud. B 75% pazsurue pacnpoctpanenHoit xpPTIIX sBusiioch ciencTBueM HaMepeHHOM
PEAYKIIMM UMMYHOCYIIPECCUHU HM3-3a BBICOKOI'O PHCKa IporpeccupoBaHus onyxonu. [Ipu cpaBHeHuun
rpynmn naiueHToB, nonyuuBmmx ramio-TI'CK mo u mocnme 2010 r, mpocnexuBaercs TEHACHIUS K
CHW)KCHHIO 5-JICTHEH TPaHCIUTAHTAIMOHHOM JieTanbHOCTH ¢ 52,8% 1o 21,0%, p=0,1;

5. NunuBuayanbHbld  TOAXOA K PEXKHMMaM KOHIUIIMOHHUPOBAHHS, OCHOBAaHHBIM Ha
WHTECHCU(PHUKAIIMA W BBEICHUU MOIUPUIUPYIONINX YYyBCTBUTEIBHOCTh omyxonu K XT areHros
MO3BOJIMIT MOBBICUTH 2-neTHIO0 bCB nanuenToB ¢ OJUI ¢ 12,5% no 66,7%, p=0,3. Jlna nanueHToB
IOMMII/MJIC tpebyeTcs nanbpHeilee n3yuyeHue BIUsHUS Takux pexkumoB Ha BCB;

6. IIpoBenenne crangaptHeix pexxumoB B/IXT ¢ ayro-TT'CK B pamkax mporpamMmmHOro
JeYeHUsT HeWpoOJIaCTOMBI HEOIAronpusATHOIO MporHo3a oOecrneunBaer S-netHioro BCB  39,7%
nanueHTos: 30,6% nNanueHTOB W3 TIPyNNbl YJIbTPABBICOKOro pucka U 90% mnanmeHToB — TpymHIbl
BBICOKOTO pucka. Pexum Treo/Mel ornmyaercs HamMeHbIIEH TOKCHYHOCTBIO, 1O CPAaBHEHHIO C

pexumamu Bu/Mel 1 MEC/MET: wactoTa TOKCHYECKHX OCIOXHEHUH 3-4 crenenn cocrapisier 19%,
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35% u 45%, coorBeTCTBEHHO. BeposiTHOCTh pa3BuTUs peluanBa 3abojieBaHHs B TedyeHUE 3 JIeT y
NAlMEHTOB ¢ HEHPOOIaCTOMOM YIIBTPaBBICOKOTO pHCKa cocTaBisieT: 59,9% mocne pexuma Treo/Mel,
77,8% - nociie MEC/MET 1 85,7% - nocnie Bu/Mel. Kom6unarus Treo/Mel + MIBG I'** o6ecrieuna
MalyUeHTaM ¢ HeHpoOIacCTOMOM YIIBTPaBBICOKOTO prcKa Jydlryto 3-x jetHior BCB, o cpaBHeHUIO cO
cTanaapTHeIM peskumomM Treo/Mel: 60% B cpaBaenuu ¢ 31%, p=0,08;

1. Kypcet BAXT TT-Carbo, B T.4. B TaHAEMHOM pEXUME, TEPCHOCUMBI MMALUCHTAMH C
MB. Tokcuunocts BJIXT Heckonbko HapacTtaeT oTr 1 KO 2 Kypcy M C YBEIUYEHUEM J03bI
npeawectyromero KCO. V nmauuentoB crapme 4-x ner 3-nmetHsas bCB cocraBwia 68,1%: y
nanueHToB ¢ M+ Mb — 64,8%, y nartuentoB ¢ MO Mb — 83,3%, p=0,3. Camwxkenue n1o3e1 KCO y 11 u3
19 (58%) maruenToB ¢ Metacrarnyeckoit Mb He mpuBeno k yxyamenuto S-nerueit BCB (72,7%);

8. 5-netusss BCB manmentoB ¢ CHO/ITHDO Beicokoro pucka cocraBmia 47,6%: mns
MAlKEHTOB C JIOKAJIU30BaHHOU cranuen 54,8%, A MalUeHTOB ¢ U30JMPOBAHHBIM METACTATHUECKUM
nopaxkeHueMm Jerkux — 40,0% u IS MalMeHTOB ¢ METacTaTUYeCKHM MopakeHrneM KM/kocreid —
15,4%. Toxcuunocts B/IXT nocraroyHo BbicOKa, 0COOEHHO MPHU UCIOJIb30BAaHUU TPEXKOMIIOHEHTHBIX
pexumMoB. TpaHcrmaHTanMoHHas JeTtanbHOCTh coctaBmwia 17,1% u 10,1% mnocme 3-x u 2-x
KOMIIOHEHTHBIX pPEXUMOB, cooTBeTcTBeHHO. [Ipu permmauBax CIO/IIH30 mnposenenne BJXT
1eJ1eCO00Pa3HO JIHIIb B CIyYasX JOKAIBHOTO Mpoliecca, IN00 eMHIYHBIX 0YaroB.

9. Bxmrouenne BJ/IXT koHcommpanum B INPOrpaMMHOE JiedeHue mnanueHToB JIX
HEOJIaronpusaTHOTrO MPOrHo3a 1mo3BoJisieT noctudb 10-netneit bCB, paBuoit 72,4%: njs manueHToB C
XUMHOYYBCTBUTEIBHBIMU penuauBamMu — 85,7%, ¢ nepBuuHO-pedpakTepHbiMu hopmamu — 72,7% wu
st pedpakTepHbix penuauBoB — 63,6%. KomOunupoBannas koHcomumanus B Buae JIT ¢
nocnexaytomeit BIXT obecneunia nanuentam ¢ pegpaxrepHoit JIX yposens 10-netneit BCB, paBHbii
85,7%. UnnuBuayanbHbIN MOIX0 K BEIOOPY pexkuma koHconunanuu (coueranue BJAXT c JIT w/unu
TapreTHOM Tepamueil) mo3BossieT aooutThess uurTensHo BCB  y  OTAEnbHBIX MAIMEHTOB €
pedpaktepubiMu  peruauBamu  JIX. Pexxumbr BIAXT ¢ ayro-TI'CK oTnuyanuce Xoporiei
NEPEeHOCUMOCThIO TAalMeHTaMu ¢ peuuauBaMu U pedpaxtepHbiMu  ¢opmamu JIX: wyactora
TOKCHUYECKHUX OCJIOKHEHUH Ooee 2 cTenenu cocrasuia 13%;

10. «Pacmerienneie»y  pexumsl  BJIXT mepeHocuMmbl, XOTS UM XapaKTepU3yeTCs
MOBBIIIEHHON YaCTOTON pa3BUTHS OPraHHOM TOKCUYHOCTH 3-4 ctemnenu (10 60%). Yacrora pa3Butus
TSKENbIX ~ MHQEKIUOHHBIX  ocliokHeHHH  coctaBuna  50%.  JletampHOocTh B paHHEM
MOCTTPaHCIIaHTAIIMOHHOM nepuojie coctaBuiia 20% (y 2 HalleHToB ¢ BHIPAKEHHBIMU OTATYAIOIUMU

COMaTHUECKHil cTaTyc (pakTopamn).
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IMPAKTUYECKHUE PEKOMEH/JIALIUHN

1. ITpoenenne BJIXT xoncomumpanuu c ayro-TI'CK pexkoMeHIOBaHO y MAlMEHTOB C
HeomnepadenbHOM MECTHO-paclpoCTpaHeHHOM capkomoil FOuHra, a Takke Yy MalMEHTOB C
JTUCCEMHUHUPOBAHHOW CapKOMOM MNpHU H30JMPOBAHHOM METACTATHUECKOM MOpakKeHUH Jerkux. s
JTAaHHOW KaTeropuu MalMeHTOB PEKOMEHJIOBAH K MCIIOJIb30BAHUIO JBYXKOMIIOHEHTHBIN pexkum BJIXT
Ha OCHOBE Tpeocynbdana, Oycynbdana nim Tuodochammua.

2. [IpoBenenne BJIXT koncomumaumu ¢ ayro-TI'CK pexkoMeHI0BaHO mHalMeHTaM C
HEHpOoOIIaCTOMON BBICOKOTO M YJIBTPABBICOKOTO PHUCKA. Y TMAalUEHTOB C OCTATOYHON OIyXOJIbIO,

. 123
akTMBHO HakarumBaromein MIBG |

K MOMEHTY KOHCOJIMJALIMH CIIEAYyeT IJIaHUPOBaTh IIPOBEICHUE
KOMOMHUPOBAHHON KOHCONHUAAIUK C BKIIOUeHHeM panuorepanuu MIBG 11y BIXT npenaparamu
Tpeocynbdan u Mendanas.

3. [Iposenenne BJIXT koncomumauuu c ayro-TI'CK pekoMeH0BaHO NanueHTaM ¢
pedpakrepupiMu  opMamMu M penuIuBamMM  JUM@pOMbl XO/KKMHA. BritoueHue B pexum
KoHAuIMoHupoBaHus JIT, korma 3To BO3MOXKHO, L€JI€COO0OpPa3HO € TOYKH 3pPEHUS IOBBIIICHUS
IIPOTUBOOITYX0JIEBOM 3(PPEKTUBHOCTH METO/IA.

4, Pacuer no3e1 u 301 JIT B pamkax koHconmuaanuu jgeyeHus JIX n0JpKeH OCyIeCTBIAThCS
C YYeToM JaBHOCTM M 0O0beMa MPEIIIECTBYIOLIEr0 OOJy4eHHs, a TakkKe C Y4eTOM 30H
NPEIOoIaraeMoro o0IydeHHs;

S. ITpoBenenne BJAXT koncomumaumu ¢ ayro-IT'CK B TangemMHOM —pexume
PEKOMEH/I0BaHO MallMeHTaM ¢ MeIyJUI00JaCTOMOM BBICOKOTO PUCKA;

6. Jig manMeHToB ¢ JOKaJM30BaHHOM MDb BBICOKOrO puCKa NpU YCIOBUHM IIPOBEINCHUS
BAXT xoHCcOonmumanuu B TaHIEMHOM pEXHME cieayeT mpousBectu peaykimio n1o3el KCO ¢ 36 no
23,4T'p. Jna manueHTOB C €IUHUYHBIMU METAcTa3aMHU BO3MOXHO PAacCMOTPEHHE PENyKLUUU H03bI
KCO;

7. Jlns marneHToB Mitafmie 4 et ¢ aecMmoruiactudeckoit/MITOH u xoporiiuM oTBeTOM Ha
MHAYKTUBHYIO XUMHOTEpAIHIO CJIEIyeT paccMOTpeTh Bompoc o0 orkasze or JIT B mporpamMmHOM
JICUEHUU;

8. IIpoBenenne  «pacuieuieHHbIX» pexumMoB  BJIXT 1npu  cOnMAHBIX  OMyXOJIAX
PEKOMEHI0OBAHO K JalbHEUIIEMY N3YUYECHHUIO;

9. ITIposenenue amnorenHoit TT'CK B kadyecTBe caMOCTOSTENTHHOTO METOJIa KOHCOIUIAINHI
JICUEHUs y MAIMEHTOB C COJMUIHBIMU OITYXOJISIMH BBICOKOTO PHCKA HE PEKOMEHOBAHO;

10. V¥ mauuentoB ¢ remo6sactozamu OMJI u OJIJI BeICOKOW TpyIIBI pUCKa, a TaKKe MpU
IOMMII/MZIC nposenenne amnorenHod TI'CK HeoOXomuMO mNpH yCIOBUM HAIMYUU JIOHOpPA M

COOTBETCTBYIOLIMX MMOKA3aHUM;
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11. Ilpm Hanmuuuu TPU3HAKOB pedpakTepHOCTH 3a00€BaHUS CIEAYeT paccMaTpUBaTh
WHAWBUAYAIBHBIN MOAXOA K PEXUMY KOHIUIIMOHWPOBAHUSA, UCXOAS W3 cTaryca 3a0oieBaHHs K
MomeHTy TI'CK u oTBeTa Ha npeaIecTBYIONIYIO TEPAIHIO;

12. Jlns manmentoB ¢ IOMMII/MJIC crneayer BbIOMpaTh MHEIO0AOJATHBHBIE PEKHUMBI
KOHIWIIMOHUPOBAHUSI C PACCMOTPEHHMEM BOIIPOCAa O BKJIOYEHHM IIPENapaToB SIHUI€HETHUYECKOTO
BO3JICHCTBUS;

13. U3 uHruOMTOpOB KalbLUMHEBpUHA (LMKIOCHOPHH A WM TaKpOJIMMYC) B pEXKHUME

npodunaktuku PTIIX cienyeT oTnaBaTh NpeanodYTeHUe TaKPOITUMYCY.
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