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CIMcoxk coxkpalueHun

Anno-TT'CK - TpaHCIUIaHTALMS aJIJIOTE€HHBIX TeMOIIO3TUYECKMUX CTBOJIOBBIX KIIE€TOK
AJIT - ananuHamMuHOTpaHcdepasa

ACT - acnapratamuHoTpaHcdepasa

AyTOo-TT'CK — TpaHCIUIaHTALMS ayTOJOTUYHbBIX T€MOITO3TUYECKMUX CTBOJIOBBIX KII€TOK
AYTB - akTHBMpPOBAaHHOE YaCTUIHOE TPOMOOIIJIACTIHOBOE BpeMsI

BPB - 6e3penyiiBHast BbIKMBAEMOCTb

BKJI — BO/10CAaTOK/IETOUHDIN JIEKO3

BO3 knaccuduraims — Kiaccuduraiysi BceMupHoit opranu3saium 34paBooOXpaHeHNs
[-KC® - rpaHyn0OLMTaPHBIV KOJTOHUECTUMYIMUPYIONINiT (haKTop

UT — MHayKUMOHHA Tepanus

UTK - TMpO3MHKMHA3HbBII UHTUOUTOP

KU - knMHM4YecKue ucciaegoBaHms

KM — KOCTHBI MO3T

KT — koMnbloTepHasi ToMmorpa@usi

JIb — numdoma Bepkurra

JIBJI — numdobnactHas numMdboma

JIIII' — makTaToernaporeHasa

MOB - MyHMMAaJIbHAsI OCTATOUHAS 00Ie3Hb

HXJT — HeXOmKKUHCKME TMMAOMBbI

OAK - o6miuit (KIMHUIECKUIT) aHa/IN3 KPOBU

OB - 0611129 BEIKMBAE€MOCTbD

OJI — oCTpblIit 1€1iKO3

OJIJT - ocTpblit 1MM@O6IaCTHBIN JTEMKO3

OMIJI — oCTpbIit MUETOUIHBIN JIeAKO3



OPIIC — ocTpblit pecIMpaTOPHBIN AUCTPECC-CUHAPOM

OT-IIIP - monmumepasHas IermHast peakiuys ¢ 00paTHOM TPpaHCKPUIILIEH
[TP — monHas pemuccus

[TLP — monmepasHas LelHas peakims

[TI9T/KT — MO3UTPOHHO-3MUCCUOHHASI KOMITbIOTEpHASI TOMOI'padus
TT'CK — TpaHCIIaHTa s TeMOMO3TUYECKUX CTBOJIOBBIX KJIETOK
V1[I, — ypOBeHb NOCTOBEPHOCTH 0OKA3aTE/IbCTB

V3U — yibTpasByKOBOE UCC/IeJOBaHME

VVP - ypoBeHb yoeauTeIbHOCTY pEKOMeHIallnii

XT — xuMuorteparnus

XMIJI — XxpOHMYECKUIA MUEIONIEKO3

LIMB — uuTomerajioBupyc

I[IHC - neHTpasbHasi HEpBHAS CUCTEMA

OKT - snekTpokapauorpadus

9x0KT — axoxkapayuorpadust

CD - knacrep nuddepeHLIMPOBKA

ECOG (Eastern Cooperative Oncology Group status) — 1Kaja OLIeHKM COCTOSIHMS TaliieHTa
10 KpUTepusiM BoCTOUHOM KOOTIepaTUMBHOM OHKOJIOTMYECKON TPYIIIbI

EWALL - EBporeiickast uccjienoBaTeIbCKas TPyIIIia 10 M3YYeHUIO0 OCTPOTro JIMM@PO0O61acTHOTrO
JIeiiko3a

FISH-uccnenoBanme — ucciegoBaHme MeTomomM QyopeciieHTHOM rMOpuan3anmn in situ

GMALL - Hemelikast ucciemoBaTeabckasi TpyIina IO M3YyUYeHUI0 OCTPOro JMm@oo6aacTHOTrO
JIeiko3sa

GRAALL - ®@paHuysckasgs ucciefoBaTe/NbCKasg TIpynna [0 W3YYEeHUI0  OCTPOTO
nuMb0o6IaCcTHOTO Jiejiko3a

MD Anderson CRC — AmepuKaHcKas ucciaeaoBaTeIbcKasl IpyIina OHKOJOTMYeCKOro HayYHOIo
1eHTpa uMmenu M.JI. AHmepcoHa



Ph+ OJIJI unu Ph-nosutuBHbiit OJIJI — ocTpsiit auMdpOOIACTHBINA J1€iiK03, IIPpU KOTOPOM
omnpeeseseTcs TpaHcaokauus t(9;22)

Ph- OJII wnu Ph-ueratusHbIi OJIJI — ocTpblit 1uMQOOIaCTHbBIN JI€KO3, IIpY KOTOPOM He
obHapykuBaeTcst TpaHcaoKauus t(9;22)

RALL - Poccuiickasi uccienoBaTeabcKasl TpyIa IO JieYeHUI0 OCTporo jamMmdosieiikosa y
B3POCJIbIX

TdT —TepMuHaibHas Ne30KCUMHYKIeOTUAMATPpaHCchepasa
** — JKM3HEHHO HeoOXO0MMblIe M BasKHeIII/e JIeKapCTBEeHHbIe TIpertapaThl

# — mpemnapat, IPUMEHSIIOIIMIICS He B COOTBETCTBUM C ITOKA3aHMUSIMM K IIPUMEHEHMUIO U
MIPOTUBOIIOKA3aHMUSIMM, CITOCOOaMM TIPUMEHEHMS ¥ 103aMU, COAEPKAIIMMUCS B MHCTPYKIUA
T10 IIPUMeHEeHMI0 JIeKapCcTBEeHHOTo mpernapaTta (obd-1eit6)



TepMMUHBI U OIIpeae/IeHUS

Octpeie auMdoOO6IacTHBIE JIEMIKO3bI — 3TO TeTeporeHHasl TpyIa KJIOHAJbHbBIX
3a00/IeBaHMII CHMCTeMbl KPOBM, BO3HUKAIOUINX BCJIeACTBMe myTanuu B T- miam B-kineTkax-
rpeaiiecTBeHHUIIAX.

Ph-HeraTuBHbIe oOcCTpble JMMGOOIACTHBIE JIEIKO3bI — 3TO TIPyINa, 00bedUMHSIONIAs
HECKOJIbKO ITOATUIIOB OCTPBIX JTMM(POOIACTHBIX JIEIIKO30B, IIPM KOTOPIX He 0OHAPYKMBAETCS
dunapgenbpuiickasg xpomocoma (Ph-t(9;22)). B Hee BKIOUeHbl Bce B-kierouHbie u T-
KJIETOUHbIE OCTpbie TMMbOO6IacTHbIe JIeMiKO3bI U IMM@OoOaacTHbIe TMM(POMBI.

Ph-mo3uTuBHBIN OCTPbIii JMM@(OOIACTHBIN JIEIKO3 — 3TO BapMaHT OCTPOTO
numMbo6IacTHOTO Jiejiko3a, MpMU KOTOPOM MeTOJOM CTaHIApTHOTO IIUTOreHEeTUUYeCKOTO
uccnenoBauus (G-banding) mnau metomom FISH ompenensercs TpaHciaokauus t (9;22).
IvarHo3 Ph-1o3suTHMBHOIO OCTPOro JAMM@OO6IaCcTHOrO Jieiiko3a He MOXKET OBbITb OCHOBaH
TOJIbKO Ha METOJ€e MOJIEKY/ISIPHOM OeTeKLM XMMEePHOIro TpaHCKpuIlTa. LiutoreHeTnueckoe
min FISH (metonm diyopeciieHTHO TUOpUAM3auUM in Situ) MCCAedOBaHUS SIBJISIIOTCS
0o06s13aTeIbHBIMM. MeTOomoM MOJMMeEpAa3HOi IIeIHOM peakluM OIpeneseTcsl BapuaHT
XVMMEPHOr0 TPAHCKPUIITA, KOTOPbIA B [HaJbHENIIEM WCIOJAb3yeTCsS [Jjisi MOHUTOPUHIA
MMUHMMaJIbHO OCTaTOYHOI O0Ie3HN.

ITonrHast peMHUCCUSI — 3TO COCTOSIHME KPOBETBOPHOI TKaHM, IIPUM KOTOPOM B ITYHKTaTe
KOCTHOTO MoO3ra OOHapykuBaeTcs 5% U MeHee OJaCTHBIX KIETOK IIPY HOPMaJbHOM
COOTHOIIIEHUM BCEX POCTKOB KpPOBETBOPEHMS, IIpU KoOJMYeCcTBe HeHTpoduioB B
nepudepudeckoit kposu 6Gomee 1,0 x 10%/71, mpM KommdecTBe TPOMOOLMTOB Golee MIN
paBHOM 100 x 10%/1, TpM OTCYTCTBUM SKCTPaMeIy/ISPHBIX 04aroB JIejfikeMIdecKoro pocTa.
KoHcratauuss  mopdosioruueck  IIOJHOW  peMucCMM  (COOTBETCTBEHHO,  OlieHKa
Pe3UCTEHTHOCTH) OCYIIECTBJISIETCS IMOO TTocsIe TepBoit a3kl MHAYKIIMOHHOM Tepanuu, 11bo
rnocjae BTOpPOi. IIpM OTCYTCTBUMM TIOJHOM pPEMMCCUM II0C/Ie 3aBepllieHUs OBYX 3TaIloB
MHAYKIIMOHHOM Tepanuyu perucrpupyetcst peppakrepHas ¢opma octporo nmMbo61acTHOTO
neiko3za. B 9Toit CBSI3M HEOOXOAMMO MOAYEPKHYTb, YTO Y psifa TMalMeHTOB I10Cje
3aBepIiieHus1 BTOpPOi (a3bl MHAYKIMOHHON Tepanuu Ha (OHe BOCCTAHOBJIEHMS
KPOBETBOPEHMS TMOC/Ie IMUTOCTaTUUECKOTO BO3AENCTBMS B paHHME CPOKM IIOCIe ero
3aBepIIeHMsT MOXKET ONpeNessIThCsl YBeIMUEHHBI ITPOLIEHT 6/1aCTHBIX KIeTOK (1o 10-12 %).
B sToM ciiyuyae (0cOO€HHO ey TIoHAasl peMuccus 6blia 3aduKcpoBaHa 1mocjie nepBoii (asbl
MHAYKIMOHHOM Tepanuu) uepe3 Heae/lr0 Ha (OHe BOCCTAaHOBJIEHHOTO KPOBETBOPEHMS
11€J1eCO0O6Pa3HO BHITTOJTHUTD ITOBTOPHYIO CTEPHAIbHYIO ITyHKIINIO.

[TonHass pemuccusi moApasfensercs Ha TPU OCHOBHBIX Tula: 1) IMTOreHeTuvyeckas, 2)
MOJIEKY/ISIpHAasi, 3) C HEIOJHbIM BOCCTAHOBJIEHMEM I10Ka3aTesieii mepudepmuueckoii KpoBu,
KOIZIa YMC/IO HeiTpoduios MeHee 1 x 10%/1, a Tpom6ornToB MeHee 10 x 10%/1. ITocmenusis
KaTeropusi OroBapMBaeTCsl CIlelMalbHO, MOCKOJbKY, IO PSIAY OAaHHBIX, MPOTHO3 Y TaKUX
MaIeHTOB HeCKOJIbKO XysKe. [Ipy 3TOM 3KCIiepThl He PeKOMEHAYIOT KOHCTATUPOBATD Y TAKUX



MalMeHTOB IIOJIHYI0 pemuccuio. TeM He MeHee BHe KIMHUYECKUX MCCAE€IOBAHUIA ITY
dbopMyIMpPOBKY OTBETa IMIPUMEHSIIOT PEIKO.

YactuuHas peMuccusi (YaCTUUYHBIN OTBET) — 3TOT TePMMUH PEKOMEHIOYIOT MCII0Ib30BaTh
TOJIBKO B KIMHUUYeCKUX ucciaenoBanusax I-1I ¢asbl, olleHMBaONMX MPOTUBOOITYXOJIEBYIO
3(PdeKTMBHOCTb, TOKCMYHOCTb, MEPEHOCUMMOCTb HOBBIX IIpernapaToB U OIpenesIonx
ONTMMaJIbHbIE NO3bI OTUX IIpernapaTos.

PesucrentHass ¢dopma - 3Tta dopma 3aboaeBaHMSsI, KOTOpasi KOHCTATUPYeTCsS IIpu
OTCYTCTBUM ITOJIHOI peMUCCHUM IIOC/Ie 3aBepIeHNMs IBYX ha3 MHAYKIMOHHO! Tepamnumn.

PaHHfAS cMepTh — 3TO CMEepTh MallMeHTa B Mepuoi MHAYKLUMOHHONM Tepamuu (ABYyX (a3
MHOYKIUM IS OCTPBIX JMM@OOIAaCTHBIX Jeiko30B). CiemyeT MOAUYEPKHYTb, YTO 3TOT
KPUTEpUI SBASETCS O0000IIAomMUM [JIS IIOHSTMS TIuOeaM TMalyeHTa B IMpoIlecce
MHOYKIMOHHOM Tepanuu. Yale MCIIOAb3YIOT TEPMUH «CMEPTh B MEPUOJ, MHIYKINUU», UTO
60Jiee YeTKO OTpaskaeT CUTYalMIo, IOCKOJbKY B psifie CJiydaeB CMepTh IalleHTa MPOMCXOIUT
Ha BTOPOJ (ase MHAYKIMOHHO! Tepalnu, IIPM 3TOM Y HUX Obljla 3aperucTpMpoBaHa MOJIHaS
pemuccus TIIocjae mepBoii a3kl MHIYKIMOHHOM Tepammu. B 3TuUX cIydasx CMepThb
paccMaTpMBAlOT KakK CMepPTh B KOHCOMMIALMM WMIM CMEPTh IIOC/TAEe ITOCTVIKEHMS ITOJTHOM
PEMMCCUMN.

PenuauB — 3TO COCTOSIHME KOHCTATUPYeTCS Ipy 0OHApy>KeHUM B ITyHKTaTe KOCTHOTO MO3ra
6osee 5 % 61aCTHBIX KIeTOK. PeliaiuB 3a60/eBaHMsI He KOHCTATUPYeTCs IIPY OOHAPYKeHUM
B OUuepeaIHOM KOHTPOJIbLHOM ITyHKTaTe KOCTHOTO mMo3ra Oomee 5 % O6/aCTHBIX KJIE€TOK, HO
MeHee 10 %, B Tex ciay4dasix, KOra MyHKIUS KOCTHOTO MO3ra IPOU3BOAUTCS B paHHUE CPOKU
rocjie Kypca XMMMUOTepaIiuu Win UCIO0/Ib30BaIMCh POCTOBbIE reMOIIO3THMUeCKe PaKTOPbI C
1IeJIbI0 COKpaIlleHMsI Iepuofa HeNMTpOoIleHuM, Ipu 3TOM aHaiu3 Iepudepuyeckoii KpoBU
HOPMaJIbHbIII ¥ OTCYTCTBYIOT 3KCTpamMemy/jIsIpHble MopaxkeHMsl. BTopas muarHocTudeckasi
IYHKIMS OCYIIeCTBJsieTcsl yepe3 7—10 gHeli mocie repBoii. Ecau coxpaHsieTcsl MPOLEHT
6/1aCTHBIX KJIETOK BbIIIE 5 MM oTMedaeTcsl UX yBelauueHue (Hampumep, ¢ 7 go 13 %), To
KOHCTATUPYeTCsl pelluanB.

PanHuit penuauB - 3Ta ¢opma pelyuauBa Ha3bIBaeTCsi B TOM (Jyyae, eCjiM OH
pPerucTpuUpyeTcs paHblile, yeM yepe3 IOJroga OT MOMEHTAa OKOHYAHMS MOALepsKMBalolein
Tepanuy Uian Ha Teparuu 1ocjie JOCTUXREHUS peMuccum. ITo3gHmuM CUMTaeTcs TOT peLuanB,
KOTOPbBII BO3HMKAET uepes MOJrofa U 6ojiee OT OKOHYAHMS IIOAep KMBAIOIIEl Tepamnum.
PeuuanBom Takke SBISEeTC ¥ BHEKOCTHOMO3IOBOE IIOpa)keHue (HeiposieinkeMus,
ropakeHue sIM4eK, yBeluuyeHue cejie3eHKM U T. [O.) OaKe IIPU OTCYTCTBUU M3MEHEHUI B
KPOBM ¥ KOCTHOM MO3re. BHEKOCTHOMO3TOBBIE penuauBbl (0COOEHHO MOpaskeHue
LIeHTPAJIbHOM HEePBHOM CUCTEMBI) TIPU UCIIOJIb30BAHUM COBPEMEHHBIX MTPOTOKOJIOB JIeUeHUSs
BCTPEYaIOTCsl MPUOAM3uTeabHO B 4-8 % ciayuaeB. Ecau KoHCTaTMpOBaH M30IMPOBAHHbIN
BHEKOCTHOMO3I'OBOI peuuanB, TO, KpOMe JIOKaJIbHOM Tepanuu (JieueHue HenpoieiikeMnu,
obyueHme/ymajeHue SMYKa, yaajgeHue JeiiKeMMYeckKoro odara B SIMYHMKE U T. [I.),



00s13aTe/IbHO IIpoBegeHmne wu CUCTEeMHOM I/IH,H,YKLU/IOHHOI;’I TepalimM I10 IIPOTOKOJIaM,
MmpeayCMOTPEHHDBIM OJId TaAKUX pEUMINBOB.

MuHuMaabHasE OCTaTOYHas GOJIEBHI), Wiy MMHMMAJIbHAA pe3nayaJbHasn 60JIe3Hb — 3TO
HeOoJIbIIIas momnyjadanmsa OITYXOJIEBBIX KJIIETOK, KOTOpasd HE€ MOXKET OBITh 38.(1)]/IKCI/IpOBaHa C
IIOMOIIbIO CBETOBOTO MMKPOCKOIIA, HO O6Hapy}KI/IBaeTCH 6ojiee TOHKUMM MeTooaMM

JICC/IeOBAHMS, BBISBASIOMMMM 1 JeifkeMuueckylo KieTky Ha 10%7°

1ccaenyeMbIX.
OCHOBHBIMM METOIAMM [OeTeKUUM MMHMMAJIbHOM OCTATOYHON OOJIe3HU SIBJISIOTCS
IIPOTOUHAsI LMUTOMETpUsl U TIoJMMepa3Has IelHasli peakuusi. MeToabl CTaHIAPTHOTO
LIMTOTeHeTUUYeCcKoro ucciegoBanusi M merton FISH He ucnonb3yioTcsi B 1eNSIX OLIEHKU

MMUHMMAaJIBHOM OCTATOUYHO 60JIe3HM.

[IuToreHeTnueckass peMMUCCUS — 3TO MOJIHASI KJIMHMKO-TeMaTOJIOrMYeCcKasi peMuccus, mmpu
3TOM MeTOAaMM CTAHAAPTHOM LMUTOTEHETUKM He BBISBJISIOTCS WCXOOHbIE aHOMaJIUU
KapuOTUIIA; KAPUOTUII AOKEH ObITh HOPMAabHbIM, @ UMC/IO TPOAHAIM3MPOBAHHBIX MeTada3s
IOJDKHO COCTaB/IsITh He MeHee 20. LIuToreHetruuyeckas peMUCCUSI — HOBOEe IIOHSTHE,
TOSIBUBIIIEECS TIPU PEryISIpHOM MUCIIOAb30BAaHMUM METOIOB IIUTOTEHETUKN IJIST UCC/IeIOBaHMIN
ITYHKTATOB KOCTHOI'O MO3Ta B IepUO/I, ITIOJIHOM peMUCCUMN.

IIuToreHeTMYECKMUI1 peuUaUB — 5TO PElUINB, KOTOPBI KOHCTATUPYETCS MPU HAIUUYUU B
ITyHKTaTe KOCTHOTO MO3Ta MUTO30B C XpOMOCOMHBIMM abeppalysiMi, KOTOpble 0OHAPysKeHbI
B e610Te 3a60eBaHMs Ha (POHEe COXpaHSIOIIENCsl KIMHUKO-TeMaTO/IOTMUeCKOi peMUCCUN.

MosekyasipHasi peMMCCUSI — 5TO TOJHAS KIMHUKO-TeMAaTOJIOTUMYeCKas PeMUCCHUS IIpu
OTCYTCTBUM B KOCTHOM MO3Te MCXOJHO OIPemesIBIINXCS METOLOM MOJMMepPa3sHOil IemHOMi
peaxLMy MOJMEKYISIpPHbIX MapKepoB OCTPOTO JIeifko3a C UyBCTBUTEIbHOCTbIO MeTozma 1074,
OTO TaKk:ke HOBOe MOHSITHE, CTaBIllee B HACTOsIIIee BpeMs KiaoueBbIM. CelyeT OTMETUTD, YTO
MOKET OBITb TOCTUTHYTa LMTOT€HeTHMUYeCKass PeMUCCHs, HO TIPM ITOM MOJIEKY/ISIpHbIE
MapKepbl MOTYT ellle OIpeaeIsiThCS.

MOoJIeKy/JISIpHBI peluauB — 3TO IOSBJIE€HME MCXOOHO OMNpenesisiBIIMXCS MOJEKY/ISIPHBIX
MapKepoB OCTPbIX JIEMIKO30B B JBYX ITOBTOPHBIX aHaiaM3ax (MPOBEHEeHHbIX C KOPOTKUM
MHTEpPBaJIOM BpeMeHM) Ha (OHEe COXPAHSIIOIIENCS KIMHMUKO-TeMaTOIOTUUYEeCKOi PeMUCCUMN.

BaskHBIM ¥ OHMM M3 CaMbIX TOYHBIX CIIOCOOOB OIleHKM 3((PEKTUBHOCTU TepPAUM OCTPHIX
JICIKO30B ABJISIIOTCS IIPMMEHEeHMe CTaTUCTUUYECKMX MEeTOHOB M IIOCTPOeHMEe KPUBBIX
BBDKMBAEMOCTHM ITALIMEHTOB, KOTOPBIM IIPOBOAMIM TO WIM MHOe JiedueHue. Yale Bcero
OILIEHMBAIOT 001y, Oe3pelMUAMBHYI0, 0eCCOOBITUITHYIO BbIKMBAEMOCTb U BEpPOSITHOCTH
COXpaHeHMsI IOJHOI pemuccuyu (Wi oOpaTHOe TIOHSATHE — BEepPOSTHOCTb Pas3sBUTUS

pennanBa).

O6mast BBDKMBAEMOCTbh. [Ij1s1 OLleHKM OOIei BbDKMBAEMOCTV aHAIM3UPYIOT BpeMeHHbIe
rapaMeTphbl BCeX MallMEeHTOB, BKIIOUEHHbBIX B McciegoBaHue. TOUKOi oTcueTa SIBASIETCS IeHb
Hauasia Tepanuu. COOBITMEM CUMTAETCSI TOJIbBKO CMEPTh MalMeHTa OT JI000¥ IIPUUMHBI
(paHHSS 1eTaJbHOCTh, CMEPTh B MePUOJ PEMUCCUN OT JI000i MPUIMHBI, CMePTb B IEePHUO,



penuayuBa). CoObiTMe Ha KPUBOJ BbDKMBAEMOCTU rpacduyeckyt OTOOpaskaeTcsl CTYIEHbKOIA,
unyiieir BHu3. [laliMeHTOB, >KMBBIX BO BpeMms IIPOBeIeHMs aHa/lin3a, paclieHUBAIOT KakK
CJIy4ail ¥ OTMeUYaloT Ha KPMUBOJ YePTOUKOIA, T. €. IIeH3ypUpyIoT. [laleHToB, cynbba KOTOPBIX
HeM3BeCTHA, IIeH3YPUPYIOT B TOT MOMEHT, KOTIa ObIIO M3BECTHO, YTO OHM KUBbI. BOIBHBIX,
OTKa3aBILIMXCS OT JieueHUs], lIeH3YPUPYIOT B leHb OTKa3a OT Tepaliuiu.

bespennauBHass BbBDKMBAE€MOCTb. IIpy oOlieHKe 0Oe3peluAMBHON  BbDKMBAEMOCTU
YUMTBIBAIOT JAHHbIE TOJIbKO TeX MallieHTOB, Y KOTOPbIX ObljIa JOCTUTHYTA MOJIHASI PeMUCCHS.
TouKkoii OoTCcueTa CUMTaeTCs JaTa MOCTVDKEHMS IT0JHOM pemuccuy. COOBITUSIMU CUMTAIOTCS
peuuauB WJIM CMepTb OT Ji000¥ IpuuYMHBI (B I€epMOJ  KOHCOAMUOALMM  WIN
MOAeP>)KMBAIOIIEr0 JIeUeHUsI, OT peluauBa, B Iepuold, PeMUCCUU OT OPYroi NPUUMHBI,
HarpuMep, cyuuuaa). LleH3ypupyIOT TOJbKO TeX IallMeHTOB, KOTOpble ObUIM SKUBbI U
HaXOOWIMCh B TIOJMHONM peMMCCMM B MOMEHT MpOBedeHMS aHaiau3a. BonbHBIX, CymbOa
KOTOPBIX HEM3BECTHA, [IEH3YPUPYIOT B TOT MOMEHT, KOI/Ia ObIJIO M3BECTHO, UYTO OHM SKUBBI B
MOJIHOM pemuccum. ITalMeHToB, Y KOTOPbIX ObIja JNOCTUTHYTA IOJHAS PeMMCCUsI, HO OHM
OTKa3aJIMCh OT JIEUEHUS B peMUCCUM, LIEeH3YPUPYIOT B IeHb 0TKa3a OT Teparuu.

BeposiTHOCTh COXpaHeHMs IOJHOM peMuccuy (00paTHOEe OT BePOSITHOCTU Pa3sBUTUS
peuuausa). [Ipy olleHKe BepPOSTHOCTM COXpPaHeHMUS IIOJHON PpeMMUCCUM YUUTHIBAIOTCS
IaHHbIE TOJIBKO TeX Mal[MeHTOB, Y KOTOPbIX TOCTUTHYTA IMOIHasI peMuccust. IIpy 3TOM TOUKO#
oTCYeTa CJIYKUT JaTa OOCTIDKeHMSI TOMHOM pemuccuym. CoOBITMEM CUMTAETCS TOJIBKO
peliuauB 3abonmeBaHMs. 1leH3ypUpYyIOT BcexX OOMbHBIX, KTO >XMB B IIOJIHOV peMMUCCUM B
MOMEHT TMpoBedeHMs] aHaau3a. [laliMeHTbl, yMmeplliue B II€pMOJ ITOJHOM peMUCCUU OT
OCJIOKHEHMI, CBSI3aHHbBIX C JIeUeHUEeM, WIM OT IPYTUX IIPUUNH, IIeH3YPUPYIOT B I€Hb CMEPTH,
KaK OOJbHBIX, HAXOOMBIIMXCSI B IIOJHON pemuccuu. IlanmmeHTOB, cygbba KOTOPBIX
Hel3BeCTHa, IeH3yPUPYIOT Ha TOT MOMEHT, KOTJa OblJIO M3BECTHO, UTO OHM XMBBI B TMIOJIHO¥
pemuccun. IlalMeHTOB, y KOTOPbIX ObLIa MTOCTUTHYTA IIOJHASI PEMMUCCUSI U KOTOpPbIE
OTKa3aJIMCh OT JIeUeHUSI B IIEPUOJT, PEMUCCUM, LIEH3YPUPYIOT B IeHb OTKA3a OT TepaIiniu.

BeposaTHOCTh COXpaHeHMsI TIOJIHOM PpPeMMUCCUU SBJISEeTCS TeM IloKasaTejieM, KOTOPbIi
TO3BOJISIET OLIEHMBATh WMCTUHHYIO IIPOTUBOOMYXO0JeBYI0 3(MGEKTMBHOCTh KaKOM-I100
Tepanmuy 6e3 yueTa TaKMX CYOBEKTUMBHBIX MOMEHTOB, KaK BbIXa)KMBaHME IALIMIEHTOB OT
OCJIOKHEHW, CBSI3aHHBIX C CAMMM JIEUEHUEM.

BeccoObITUIIHASA BbDKMBAEMOCTb. OJTOT IIOKa3aTe/lb OIEeHMBAET BBDKMBAEMOCTh BCEX
O0JbHBIX, BK/IIOUEHHBIX B aHaJIM3, C MOMeHTa Hauaja Tepanuu. COObITMEM CUMUTAETCS
PaHHSIS JIETATbHOCTh, (DaKT HEeJOCTVKEHMS ITOJTHOM peMUCCUM Yepe3 IBa Mecslia OT Havajia
JIeUeHUsl, CMepPTh B IIEPUOJ, PEMUCCUM OT OCIOXKHEHUI XUMMUOTEPATIUM MU OPYTUX ITIPUUNH,
a Takke peuuauB 3aboneBaHus. lleH3ypUPYIOT TOJbKO MAlMEHTOB, Y KOTOPBIX Oblia
OOCTUTHYTA IIOJIHASI PEMMCCHUSI B TeUeHMe IEepBbIX ABYX KypCOB XMMMOTEpPAIluMu, M OHU
OCTaOTCS KUBBIMM, COXPAHSISI TIOJTHYIO PEMUCCHIO, HA MOMEHT IIpOBeIeHNsT aHa/I13a.

I/IH,ILYKI_U/IH — 3TO IIeproJ HadaJIbHOTO JIEUEeHMS, IIeJIbI0 KOTOPOIr'o ABJIAETCA MaKCHMMaJIbHO
6bICTpOe n CymecCTBEHHOE COKpallleHle OI'IYXOJ'IEBOI;'I Maccbl UM OOCTVMXKE€HMEe TIIOJIHOM



peMuccum, Ha3bIBaeTCsl IIePMOAOM MHAYKIMM (00bIYHO 1-2 Kypca). iIMeHHO B 3TOT ITepuof,
Ha (QoHe MpMMeHEeHMs LIUTOCTATUYECKUX CPENCTB KOJMYECTBO JeiKeMUUeCKuX KJIeTOK B
KOCTHOM MO3re ymeHblaeTcs rnpumMepHo B 100 pa3, T. . B MOMEHT KOHCTaTaluM IOJIHOM
pemMuccum B KOCTHOM MoO3re MOpGOJIOTUYeCKM OIpedesseTcss MeHee 5 % OMyxOaeBbIX
KJIETOK.

KoHcomupaumsi. BTopoil 3tanm Teparuu OCTPbIX JIEMKO30B — 3aKpeIvieHue TOCTUTHYTOTO
MpOTHBOOITyX0sieBoro 3ddekra (pasHoe KOJIMYECTBO, B 3aBUCUMMOCTU OT IIPOTOKOJIA).
3amaueit 3TOro mepuopa SIBJSIETCSI MO BO3MOKHOCTM ellle 6osbliiee yMeHbIlIeHMe Yucia
OCTAIONIMXCS OCe MHAYKIMY JIeIKeMUUeCKIUX KIIETOK.

IloppepkuBamliee JjiedeHUe — 3TO IPOLO/DKeHME LUTOCTATUUYEeCKOTrO BO3IENCTBUS B
MEeHbIINX [03aX, YeM B [epuon MHOYKIUU PeMUCCUM, HA BO3MOXKHO OCTAIOIIUIACS
OITYyXOJIeBBII KJIOH.

Jleiiko3/mumdpoma Bepkurra - 3TO BbICOKOArpeccuBHoe aumdornponnbepaTuBHOE
3abosieBaHMEe M3  MMMYHOJIOTMYECKM  3pelbIX B-KJIeTOK ¢  MIpeuMylecTBEHHO
9KCTpaHOIaIbHOI JIoKanm3aumeit. KnMHuyecky BoIAesSoT 3 BapuaHTa auMdbombl bepkurTa:
SHIIEeMUYEeCKUM, criopaamueckuit 1 BUY-accoummnpoBaHHbIIA.

OHaeMuueckuii BapuaHT Jumdombl BepkurTa - 3TO BapMaHT JuMM@oMbl bepkurrta
XapaKTepeH [IJisi TEMHOKOXUX JleTeii-ab0pureHoB 3KBaTOPUAIbHOI AQPUKY M MUTPAHTOB U3
Adppuxu B HoBywo I'BuHelo. B KamHMYeCKOl KapTMHe YacTo HaOjogaeTcss IopaxkeHue
JIMIIEBOTO CKeJIeTa: BepXHeil U HIDKHelM 4YeliocTeii, opOuThI, a Takke II0Y4eK, SINUeK,
SIMYHUKOB, CJIIOHHbBIX, MOJIOUHBIX JKeJjie3 U LIeHTPaJIbHOM HEPBHOI CUCTEMBI.

Cnopaanyeckuii BapuaHT JuM@ombl BepkrurTa — 3T0 THUNMUHas aumMdoma bepkurTa 1o
Mop@osoTuyeckuM, MMMYHODEHOTUIIMUECKMM U  IUTOTeHeTMUeCKMM IIpU3HaKaM,
BO3HMKAIOIIAsl BHE SHAEMUYHO 30HBI.

ViMmmyHoaeduUIuT-acconMmMpoBaHHblii BapuaHT auMdombl Bepkurra — 310 AnMdoma
BepkuTTa, BO3HMKAIONAsl Ha GoHe MMMYyHOAe(UIIMTHBIX COCTOSSHMUI (y maiueHToB ¢ BUY-
nHdekiueit, TI1oCIe TpaHCIUIAHTAllMM OPraHoB, Yy TMAalMeHTOB C IepBUYHBIMU
nMmyHopeduintamu). Yaire Bcero BcTpedaeTcs:t y BUY- MHQUIMPOBAHHBIX IAllEeHTOB,
IpuyeM Ha paHHMX STanax pasBUTUS (IO CHUKEHUS CD4+—KJIeTOK).



1. KpaTkasa nH@opmanmsi 1o 3a00/1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsI 3a60/1€eBaHUI UJIV COCTOSTHMI)

Octpoie muMmdobaacTHbIe 1eiiKo3bl (Hanee — OJIJT)/ocTpbie aumdoobacTHbie auMbombl (JIBJT)
— 9TO reTeporeHHasl rpyIa 3/I0KAaUeCTBEHHbIX KJIOHAJIbHBIX 3a0071€BaHMII CUCTEMbI KPOBH,
MIPOMCXOISIIINX M3 KIeTOK-IIpeIllecTBeHHNUI] TeMOI1033a MPeuMYIeCTBEHHO JUM@OUIHO
HaIpaBaeHHOCTU AubGepeHIMPOBKM U XapaKTepusyloliyecsl vallle BCEero MCXOIHbIM
opaskeHrem KOCTHOTo mo3sra (masiee — KM), BbITeCHeHeM HOPMaJ/IbHOT'O KPOBETBOPEHMS U
BOBJIEUEHMEM B MPOLECC Pa3/IMYHBIX OPraHOB U CUCTEM OpraHMu3ma (LleHTpasibHasi HepBHasl
cucrema (manee — ITHC), simuku, numbaTndeckass TKaHb JII00OJ JIOKaaIM3aluu), a TakKe
BO3MOSKHOCTBIO MICXOOHOTO MOpPaskeHMsI OpraHoB JuMaTUIecKoi TKaHM 6e3 BOBJIEUEHMS
KM [1-5].



1.2 3TMonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHMA (TPyIIib] 32a00/1eBaHUI U
COCTOSTHU )

OTUONIOTHSI TOYHO He YCTAHOBJIEHA. DTUOJIOTMS U IIaTOreHe3 OOBSICHSIOTCS OOIeNpPUHSITONM
KJIOHOBOI Teopuei: BCe JieKeMMYeCKue KJIeTKU SBJISIIOTCS IIOTOMKAaMM  OIHOM
pOOOHAUaJIbHOM KJIeTKM, KOTOpasi IpeKpaTuiia CBOI0 auddQepeHIMPOBKY Ha OOHOM U3
paHHUX CTaauit co3peBaHus. l3-3a HEKOHTpOJAMpPyeMOil Ipoaudepaniy OITyXOjJeBbIX
KJIETOK YTHeTaeTCsl HOpMa/lbHOe KpPOBEeTBOpeHMe, 00pa3yloTcs MeTacTasbl (JielikeMuuecKkue
MHOWIBTPAThI) BHE OPraHOB KpoBeTBOpeHus [1-5].



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHUA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

OJIJI MOKeT BCTpeuaThCs y JIMIL JTI000ro BO3pacTa, HauMHas C MJIQJEeHYeCKOro BO3pacTa U
3aKaHUMBas MOKUIbIM, OJJHAKO MaKCHMMa/IbHble 3HaUeHMsI 3a00/1eBaeMOCTM MPUXOASITCS Ha
netckuit Bo3pact (60 % nauuentos OJIJI mosnoske 20 ner) [1,2,6].

OJIJT sBnsieTCcsl CcaMOl paCcHpOCTPAaHEHHOM OITyXOJIbl0 KPOBETBOPHOM TKAaHU Y [eTel,
cocTtaBisist 30 % Bcex 3JI0KaUeCTBEHHbIX OITyXOJiel NeTCKOro Bo3pacTa. Y MaleHTOB MOJIOXKe
15 net OJIJI muarHocTUpyeTcss B 75 % ciiydaeB BCex OCTPbIX Jieiiko30B (manmee — OJI). ITuxk
3aboneBaemocty OJIJI mpuxoguTcst Ha BO3pacT 3—4 roga, 3aTeM 4acTOTa €ro CHIMKAeTCs, U
BTOPOI1 MOJIbeM, XOTS He CTOJIb CYIlleCTBEHHBbI, OTMeuaeTcs B Bo3pacTte 50-60 yet [1-5,7].

B P® B 2014 r. nuaruo3 OJIJI 6611 yeTaHOB/IEH ¥ 1731 maimueHTa, IOJI0OBMHA M3 KOTOPBIX — 3TO
nuua monoxe 18 ner [8].

3a6oneBaemoctb OJIJI y MalyeHTOB MMOKMIOTO BO3pacTa HEYKJIOHHO Bo3pacTraeT. CormacHo
IaHHBIM perncrtpoB, exeromHas vyacrora OJUI ysBenmumpaetcs ¢ 0,39 ciyudas Ha 100 000
HacejeHus1 B Bo3pacTe 35-39 jeT, mo 2,1 ciyuyast Ha 100 000 HaceneHuss — B Bo3pacTe >85
net. Kpome Ttoro, mpubnusutenbHo 30 % OJIJI muarHocTUpylOTCsSl B Bo3pacte >60 JierT.
@unanenbduiickas xpomocoma (Ph) onpenensiercs y 20-30 % B3pocbix naiyeHToB B-OJIJI.
B 1o Bpemsi kak Ph+ OJIJI cocraBisieT y nmeTeil MeHee 5 % Bcex cjyyaeB, ero 4acrora
Bo3pactaetT 0o 40 % y B3powibix B Bo3pacte 40 jet, a 3areM Ha 10 % B TeueHMe Kakgoro
IOC/IeAYIOIero AecsaTUIeTs Xu3uu [9] .

Jlumdomoii Bepkurra (manee — JIB) 60el0T MpeMMYyIIeCTBEHHO MY>KUMHBI. Y meteit JIb
cocraBisieT okosio 30-50 % Bcex numdom. COOTHOIIeHMEe MaJbUMKU : TeBOUKU — 3-4 : 1,
cpemHMit Bo3pacT — 8 jeT. Y B3pocibix JIb BCTpeuaeTcs 3HAUUTENBHO pexxe — B 2 % ciyyaeB
Bcex JMM@oM. bojeloT mpemyleCTBEHHO MOJIOJble MY>KUMHBI, COOTHOIIIEHEe MYXUMHBI :
JKeHIIMHBI — 3 : 1, cpeguuii Bospact — 25-30 set [1,2,10] .



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHUA UJIN _
COCTOSIHUI) 10 MeXXIyHapOSHOV CTaTU4YeCKOM
Kjaacu@ukanyum 0oje3HeNn u npoosiem,
CBSI3aHHBIX CO 34,0POBbEM

JInmdbonaHbiii aeriko3s (C91):

C91.0 Octpnlit 1M@o6IaCTHBIN J1eIKO3

C91.5 T-KIeTOYHbIN JIeIIKO3 B3POC/IbIX

C91.7 Ipyroit yTOUHeHHbIVi TMMQPOUIHBIN JI€IKO3
C91.8 3penblit B-ki1eTOuHbIN J1€1iKo3 Tuna bepkurra
C91.9 JIumdbonaHblit Jieiiko3 HeyTOUHEeHHbI

C83.5 JIumdobnactHas (muddysHast) 1umdboma
C83.7 Ontyxosnb bepkurra



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

B xnaccudukanum BceMupHOi opraHmsanum 3apaBooxpaHeHus (manmee — BO3) OJIJI
paccMaTpUBAIOTCS B pasfiesie OIyxoJieit U3 mpeiiecTBeHHUKOB T- u B-num@oinTos [3]:

e yM@OOIACTHRIN Jeiiko3/mumdpoma u3 B-mpemmectBeHHUMKOB (cuHOHMM: OJIJI 13
IpeaiecCTBeHHUKOB B-K/1eToK);

e juMmdoOaacTHbIN Jeikos/aumboma wu3 T-mpepdiiecTBeHHUMKOB (cuHOHMM: OJIJT u3
MpeleCTBeHHMKOB T-KJIeTOK).

BO3MOXHO paBHOIIEHHOE MCIIOJb30BaHME ONMCAHHBIX OINpeneNeHui, ¥ aBTOPBI
KIaccu@UKaIMMU JIMIIb TI0JAramT, uTo Ipu 25 % wu O6onee 61acTHBIX KiaeTOK B KM
1esiecoobpasHo rosoputb o6 OJI, a mpu menee 25 % — 06 JIBJI. Ho wame Bcero stu
TePMMHOJIOTMYECKNEe CIOKHOCTM He MMEIOT MPAKTMUECKOIO0 3HAYeHMs, IOCKOJbKY UX
Teparms OgMHaKOBa.

B-mumdoobnacTHbli geiiko3/mmmboma

e B-nmumdobnacTHbIii neitko3/aumMdboma, 6e3 crerndbuueckux xapakrepuctuk (NOS — not
otherwise specified).

e B-nmumdobnacTHbt  seiiko3/mumdomMa € TOBTOPSIIOMIMMMCS ~ XPOMOCOMHBIMM
AHOMAJIUSIMU :

o B-numdobaacTHbI Jieiikos/mumdoma c t(9:22) (q34;q11.2); BCR/ABL;
o B-numdobaacTHbIi neitko3/mumdoma c t(v;11q23); MLL rearranged;
o B-nmumdobnacTHblii neitkos/mumdboma c t(12;21) (p13;922); TEL/AMLI(ETV6-RUNX1);
o B-nmumdobaacTHbI aeiKko3/muMboma ¢ TUTIe pAUTLIONINEI];
o B-numdo0bsacTHbIN Jeitko3/mumdoma ¢ runoguiionanein (runoaurionaHbiin OJIT);
o B-numdobmacTHbIii neiko3/nmumboma c t(5;14)(q31;932)(IL3-IGH);
o B-nmumdobnacTHblii neitko3/mumdboma c t(1;19)(q23;p13.3); E2A-PBX1;TCF3/PBX1);
o B-mumdobaacTHplii  seiiko3/muM@oMa ¢ MHTPAXpPOMOCOMHONM  aMIuIM@UKaIen
21(iAMP21)
B-numdobnacTHbIit  Jeiiko3/aumMdomMa ¢ TpaHOIOKallMei,  BOBJEKaoIleii
TUPO3MHKMHA3bI WM UTOKMHOBBIN perieniTop (BCR-ABL1-like ALL).

(@)

T-nmumdoo6acTHbIN JeriKo3/aumdoma

e JIumdoOIaCTHBIN J1€1KO3 U3 paHHUX T-KIeTOUHBIX ITPeAIIeCTBEHHMKOB;
e NK-kaeTouHblii 1MM@OO6IaCTHBIN Teiiko3/mumMdoma.

CornacHo winaccudukauum BO3 2017 r. [3], JIBJI c¢ mnopaxkeHuem KM u 6e3 Hero
OObeIVHSIIOTCS B €OMHYI0 TIpynmy  «IiMm@o6sacTHble  JIeMKO3bl/IMM@POMBI U3
npennecTBeHHMKOB B- mnu T-kietok». HecMOTpsT Ha MIMPOKO PaCIPOCTPAHEHHYIO TOUKY
3peHuss o0 Tom, 4yto OJUI m JIBJI xapakTepusylTCS pasjiMYHbIMU KIMHUYECKUMU



MPOSIBJIEHUSIMM OJHOTO M TOTO >Ke 3abojeBaHMSs, B Ipollecce BBIMOJHEHHOTO aHaau3a
9KCIIpeccuu TeHoB [5] 6bLI0 MOoKa3aHO ueTKoe paspeneHue mexny T-kietouHoit OJIJI u T-
kieTouHoii JIBJI BBy pasanums 3KCIPeCcCun OTAENbHbIX T€HOB. P 3TUX pas3janumnii MOXET
OBITH OOYCIOB/IEH CITEIUMMUUHBIMY MeXaHU3MaMM, UMEIOIIMMM OTHOIIIeHMe K CTPOMAaIbHbIM
KJIeTKaM. B TO ke BpeMsl UMEIOTCS J0Ka3aTe/JIbCTBa B M0JIb3y TOT'O, YTO BasKHbIE CUTHAJIbHbIE
ITyTU, PETYIUPYIOIINe POCT KaeToK npu T-knetounbix OJIJI u T-kneTouHbix JIBJI, MOTYT OBITh
pasaMuHbl, UYTO YaCTMYHO OOBSICHSIET pasauuue KJIMHUYECKUX TIpOSBIeHUII 000UX
3aboneBaHmii [5].



1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/I€BaHUIT U
COCTOSIHUMN)

JuTeNnbHOCTh aHaMHe3a 3abosieBaHMsS OT MOMEHTA IIOSIBJIEHUSI TEePBBIX KIMHUUYECKUX
MIPU3HAKOB 10 MOPQOJornyeckoil BepudMKauymMy AMarHo3a COCTaB/SeT OT HEeCKOJbKUX
Helelb [0 HECKOJbKMX MecsueB. KiauHuueckass KapTHMHA OIIpenessieTcss CTeIleHbIo
HapymeHus QyHkuuit KM B Buae aHeMuu, reMmopparMueckoro CMHApoma M pas3BUTUEM
MHPEeKIMUiA pas3IuuHOi CTeNeHM TSDKeCTH; HaJluuueM OITyXO0JIeBOii MacChl B BUe
opraHomerajinu, OOJIBIIIOTO KOJMYECTBA OMYXOJEeBbIX KJIETOK B mnepudepuueckoit KpoBH,
auMboageHONmaTUM U MacC B CPeIOCTeHNUM; B HEKOTOPBIX CJIyUasiXx C pa3BUTHEM OOJIeBOro
CUMHAPOMA, CBSI3aHHOTO C IMOpa)keHMeM KOCTel, C IOSIBJIEeHMEeM KIMHUUYECKUX MPU3HAKOB
nopaskenus LTHC u ¢ mopaxkeHnem koxu [1,2,4,5,11,12].

Knuunueckue mposiBaeHusi y mnaumeHToB ¢ OJIJI oueHb HecrmelMdUUHBI M CBSI3aHBI C
pasBUTHEM TeX WM WMHBIX CUMIITOMOB, OOYCIOBJE€HHBIX BBITECHEHMEM OITyXOJeBbIMMU
KJIETKaMy HOPMaJIbHOTO KpoBeTBOpeHMs1. OCHOBHbIE CMMIITOMbBI 3a00eBaHMsI — C/1abOCTh,
MMXOpajaKa, He CBsI3aHHas € MHQeKIMel, OCCAITMUM U apTpaaruy, reMopparmyeckuii
cuHApoM. HbeKIMOHHbIe OC/IOKHEHMST BCTPEeUaloTCsl HeuacTo, U B OCHOBHOM B TeX CTyvasiX,
KOTZIa 4McIo HeiiTpodunoB He mpespimaeT 0,2 x 10%/1. V 1 % NanyeHTOB OTMEYAIOTCS
roJIOBHBIE 60JM, TOLTHOTA, PBOTA, Yallle Bcero npu BoBiaedeHuu [THC [13].

JIBJI gamie BcTpeuaeTcs y MysKuMH (61-75 %). YV 6onpmmHcTBa (58-95 %) maiueHTOB Ha
MOMEHT ITIOCTAaHOBKM IuarHosa 3aboneBaHue mMmeert III-IV craguio. V 3HAUMTENIBLHON [OIU
MalMeHTOB ONpeesIsIIOTCS JIMX0paiKa, HOUHAas MOTJIUMBOCTb U CHIKeHMe Macchl Teja (16—-48
%), a TaKKe IIOBBIIIEHME AaKTUBHOCTU JiaKTaTaeruaporeHasol (manee — JIAI) (48-84 %).
YacroTra nepBuuHoro nopaxkenus ITHC aHasornyHa naHHoMy rokasatento rmpu OJIJI (0-10
%). TMauuenTtsl ¢ T-kiaetouHoit JIBJI umMmerT 6o0jiee MOJOMOI BO3pacT MO CpPaBHEHUIO C
namueHTaMu ¢ B-knerouHoii JIBJI [14], 605ee BbICOKYIO YaCTOTy IMOpaskeHUS JTUMQPOY3T0B
cpenoctenust u KM, a takke IV craguio 3abojeBaHus, B TO BpeMsI KaK 3KCTPaHOIAIbHOE
ropaskeHye BcTpevaeTcs yaiie mpu B-knetounbix JIBJI [15]. B mpotusomnonoskHocts OJI npu
JIBJI mapameTpbl mepudepudeckoii KpoBM, B UYAaCTHOCTM KOHIIEHTpaLMs TeMOIJIOOMHA U
KOJIMYECTBO TPOMOOIIMTOB B II€JIOM, MPUOMMKAIOTCI K HOPMAJIbHBIM 3HAUEHUSIM, UTO
CBUIETebCTBYET O IMOTEeHLMaJbHO 60/iee BbICOKOM KOCTHO-MO3TOBOM pe3epBe U JIyullieit
IepeHoCUMOCTU XummuoTepanuu (manee — XT).



2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

Mmozue pekomeHO08aHHbvle Memodvl QUAZHOCMUKU 3a00J1e8aHUSL U CBA3AHHBIX C HUM COCMOSHULI
umerm ozpaHuueHHyl dokaszamesibHyw 6asy (8 coomeemcmeuu C WKAAAMU OUEHKU YPOBHS
IOCTOBEPHOCTHU JloKa3aTeabCTB (danee — YI/I) u yposHs ybedumenvHOCU peKomeHoayuil (danee
— YVP)) no npuuuHe omcymcmaeusi nocesauieHHslx um KU. Heg3upas Ha 3mo, OHU S16JIS1II0MCs
Heo0xX00uUMbIMU 27iemMeHmamu 00¢1ed08aHuUsl nayueHma ons yCmaHosaeHust duazHo3a u 8uloopa
maxkmuku sieueHus, maxk kaxk 6onee appexmuetvie u dokasavHvle memodsl 8 HACMOsIUlee 8PeMS]
He pa3pabomatboi.



2.1 J)Kay1o0b1 M aHAMHeE3

¢ PeKOMEHIYIOTCS BCEM IMAlleHTaM ITalyeHTaM IIPY ITOCTAHOBKE IMarHo3a, eXKeqJHEeBHO B
Tpoliecce jeueHUs THIATeIbHBIN cOOp aHaMHe3a ¥ Xajo0 3aboieBaHMS C YTOUYHEHMEM
Tepamnuy, KOTopast IPOBOAM/IACh B CBSI3M C JAHHBIM 3a00jieBaHMEM UM paHee I10 ITOBOIY
Opyrux 3aboyieBaHMiI, a TakKe IOAPOOHOe OIMUCaHMe Kaj00 TMaAlMEeHTOB [IJis
Bepudukauyuu guartosa [1,2,4,5].

VpoBeHb yO0eauUTENbHOCTHM peKoMeHaauuii - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).



2.2 dusmuKajabHOE 00Cc/IenoBaHue

e PeKOMEHAYIOTCSI BCEM MallieHTaM MpyM IOCTaHOBKe MI1MarHo3a, eskeIHeBHO B IIpoliecce
JedyeHus] mpu (GU3MKAIbHOM OCMOTpE M3MepeHMe pOCTa M MacChl Tejla, TeMIlepaTypbl
Tesa; OLleHKA COCTOSIHUSI KOXXHBIX ITOKPOBOB, KOCTHO-CYCTaBHOJ CHUCTEMbI; BbISIBJIEHME
MIPM3HAKOB  reMOpparnyeckoro  CHMHApPOMA;  HajJuuue  TeraTocIlJieHOMeraaumu,
numboameHOnaTUN; HaJInule MPMU3HAKOB AUCPYHKIIUM cepplia, TerKuX, IIeueHu, OpraHoB
SHJIOKPUHHOJ CUCTeMbI 1151 Bepubukauyuy auardosa [1,2,4,5].

VpoBeHb YyOeaUTENbHOCTHM peKoMeHpauuii - C (YpOBEeHb [JOCTOBEPHOCTU
IOKa3aTelbCTB — 5).

KoMMmeHTapum: npu @usukaibHoM 00C1e008aHuu Mozym OOHAPYHUBAMuvCs pasiuyHou
cmeneHu 8vlpajceHHoCmu 0671e0HOCMb KOXCHbIX NOKPOB0O8, NemexuaibHble 8blCbINAHUS, CUMSKU,
Kp0o80omouusocmo 0eceH, nosvluleHue memnepamypsl meaa, Aum@oadeHonamus, 8 mom uucie
ygesiuueHue HeOHbIX MUHOAIUH, CNJIEHOME2ANusl, 2enamomezaiusi, yeejuueHue pasmepos novex,
00s1e3HeHHOCMb NpU hoKoaadusaHuu Kocmeii. Bosneuenue koxcu npu OJL/I 6bi6aem peodko, u eciau
duazHocmupyemcs, mo accoyuupyemcs ¢ npe-B-ummyHopenomunom [12].

e PekoMeHAyeTCS BCEM ITallMi€EHTaM OLI€EHUTb COMAaTUUYeCKUI CTATyC IO IiKajae BoCcTouHOM
KOOMIepaTUBHOM OHKoJIoTMYeckom rpyIrbl (ganee — ECOG) ¢ menbio ornpeneneHus
HEeoOXOIMMOro o0beMa M SKCTPEHHOCTM MEIMIIMHCKON Iomomy (TpwiokeHue I'l)
[16,17].

VpoBeHb YyOeOUTEIBHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

e PekomeHAyeTcsi BceM MalieHTaM IIpU IIOCTAHOBKe [AuarHosa mjsi BepuduKaium
IuarHo3a, BO BpeMsl jieueHMs IJIs1 OLleHKM OMHAMMUKM Ha (oHe Tepanumu 2-3 pasa B
Heleal0 BbIMOJMHEHMe o001ero (KIMHMYECKOTro) aHaams3a KpoBu (manmee — OAK) c
MOZICUeTOM JIeMIKOLMTapHOI (hOpMYIIbl U OlpeesieHeM uucia TpomoounTos [1,2,4,5].

VpoBeHb yO0eauUTENbHOCTHM peKoMeHaauuii - C (YpOoBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

KommenTapum: npu duazHocmuke OJII y uacmu nayueHmos nokasamesuu Kposu mozym 0bmb
HopmanvHsiMu. Hucno netikoyumos moxcem esapvuposams om 0,5 x 10°/n do 700 x 10°/x;
yeenuueHue uucaa aetikoyumos swviute 10,0 10°/n ommeuaemcs y 60 % nayuenmos, eésiwie 100,0
x 10°/n — y 10 %; mpombouumoneHus meHee 50,0 x 10°/n onpedensiemcs y 60 % nayuenmos.

e PekoMeHAyeTCS BCeM IalleHTaM IIpU MOCTaHOBKe AMarHosa JJjis omnpeaeyieHus: 00beMa
OITyXOJIEBOTO ITOpa’keHMsI, BEPOSITHOCTU PasBUTUS CUHApPOMA JM3MCA OITYXOJM, a TaKxke
BCEM ITaliieHTaM BO BpeMs JieueHMs1 2 pasa B HeJeslio C 11e/1bl0 IMHAMMKM M3MeHeHMU Ha
dboHe TepanMyu U BbISIBJEHUSI OCJIOKHEHMUI BBIMOJHUTbh aHAANU3 KPOBU OMOXMMUUYECKUIA
obmeTeparieBTUUeCKuii (00IMit 6es0K, OenKkoBble (pPaKLuM, MOUYEBMHA, KpeaTUHUH,
ounupyomH, acrnapraTamuHoTpaHgepasa (manee - ACT), anmaHMHamMuHOTpaHCPepasa
(manee — AJIT), JIIAT, maruuii, HaTpuit, KaJauii, Kaabluii, rokosa) [1,2,4,5,18,19].

VYpoBeHb yOeaAMTENbHOCTM pekoMeHmanuiti - C (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

e PekoMeHAyeTCsA BCeM IMallMeHTaM IIPpM T[IOCTAHOBKE [yMarHosa nOjs  OIpeneieHus
BEPOSITHOCTU Pa3BUTHUS TSKebIX KOAry/JsIHMOHHBIX HapyIleHUl, KaK reMOopparmuyeckux,
TaK ¥ TPOMOOTMYECKMX, a TAKKe BCEM ITallMeHTaM BO BpeMs JieueHusl 2 pa3a B HegeJlo,
0oco0eHHO B Iiepuojf, BBedeHMS acliaparMHasbl™, C 11e/ibl0 BBISIBAEHUSI OCIOXKHEHUI Ha
dboHe TepanuMu BBINOJHUTH MCCAeNOBaHME CBEPTHIBAIOIIEN  CUCTEMBI KPOBU
(aKTMBMPOBAHHOE  YaCTMYHOE TPOMOOIUIAaCTMHOBOe Bpems (manee —  AUTB),
MPOTPOMOMHOBBIV MHIAEKC 1Mo KBuKy, TpoMOMHOBOe Bpems, (GuUOpuHOreH) s
orpefiesieHus] BEepPOSITHOCTU Pa3BUTUS TSDKEIbIX KOAry/asSIMOHHBIX HapYyILIeHUH, Kak
reMopparmueckux, Tak 1 TpomboTmuueckux [20-23].

VpoBeHb yOeguTeNbHOCTM peKkomeHpamuit - C (YpoBeHb [JOCTOBEPHOCTU
JOKa3aTe/labCTB — 4).

e PekoMeHAyeTCS BCeM ITallMeHTaM BBIIOJHUTDH MCCIeIoBaHMe 00Iero (KIMHUYECKOIo)
aHa/I1M3a MOYM C 1e/IbI0 UCKIIOUeHMs opakeHusI 1ovek [1,2,4,5,24].

VpoBeHb YyOegUTENBHOCTM pekomMeHzammit - C (YpOBeHb [JOCTOBEPHOCTU
I0OKa3aTelabCTB — 5).



e PekoMeHayeTCs BCeM IallieHTaM oImpeneneHue aHTtuten kiaaccoB M, G (IgM, IgG) k
BUpPYyCY uMMYyHonebuinTa yenoBeka BUUU-1/2 (Human immunodeficiency virus HIV 1/2) B
KPOBM; OIIpeiesieHNe aHTUTeN K 6emHoi TpernoHeMe (Treponema pallidum) B kpoBu mj1st
VICKJIIOYeHMS COITYTCTBYIOIei rmaTonoruu [1,2].

VYpoBeHb yOeaMTEIbHOCTM pekoMeHmanuiti - C  (YypoBeHb [JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

e PekoMeHAyeTCS BCEM ITalleHTaM MOJIeKY/ISPHO-0MoIoTuYeckoe McciaeloBaHe KpPOBU
Ha BuUpycHbIN rernatut B (Hepatitis B virus) u BupycHbiii rematut C (Hepatitis C virus) ajs
MICKJIIOUeHMSI COITyTCTBYIOIIEl maTtonoruu [25,26].

VpoBeHb yOeoUTEIBHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTM
J0Ka3aTenabCTB — 4).

e PexkomeHAyeTcCsl BCeM MaljieHTaM MCC/ieloBaHMe MUKPOOMOIleHO3a KUIlleuHMKa (Ma3ka
M3 TIpSIMOM KUIIKM) C 1eJbl0 BbISIBJ€HUS KOJOHMU3ALUM HEeCTePUIbHBIX JIOKYCOB
raToreHHo ¢uiopoii [27].

VpoBeHb YOEOUTEJIBHOCTM peKoOMeHJauuit - B (YypoBeHb [IOCTOBEpPHOCTH
JOKa3aTejabCTB — 3).

e PexomeHpayeTcsi BCeM TIallMeHTaM OIpeJejeHue OCHOBHbIX rpynn KpoBu (ABO);
orpenesieHre aHTureHa D cucrtemsl Pe3yc (pesyc-dakTop); onpeneneHue IMOATPYIINbI U
IPYIMX TPyII KpOoBM MeHblero 3HaueHus A-1, A-2, D, Cc, E, Kell, Duffy ¢ uenbio
BBITIOJIHEHMS 3aMEeCTUTEIbHOM Tepanuy KOMIIOHeHTaMy KPOBM 10 ToKa3aHusaMm [28].

VYpoBeHb yOemuUTEIbHOCTM peromeHganuuiit - C (YpoBeHb [IOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

e PexoMeHAyIOTCSI BCEM IMal[M€HTaM IOJy4yeHue [uTosorndeckoro npernaparta KM nyrem
IMIYHKOMM (CTepHa/JIbHAS ITYHKIMS) M LUTOJOrMYecKoe wuccienoBaHme maska KM
(MMesorpaMma) M3 CTepPHaJIbHOIO ITyHKTaTa C ILieJbl0 Bepu@MKaLMM OMarHosa u
ompeeneHus MporHo3a nauyueHTos [1,2,4,5,12].

VpoBeHb yO0eZUTENbHOCTHM peKoMeHganuit - C (YpOBEeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

KommenTapum: oduazHo3 OJI ycmanasausawom npu ooHapyxceHuu 6 KM 20 % u OGonee
onacmuowix knemox. OdHaxo ons OJII u3 kiemok-npeoulecmseHHUKos8 aumognossa u ons JIbJI u3
mex Jce KJ1emoK-npedulecmeeHHUKO8 cyuiecmeayem uHoe oouenpuHsmuoe onpedeneHue: ouazHo3
OJUI (B-knemouHo20 unu T-KnemouHo20) ycmaHasausarwm npu obHapyxeHuu 25 % u Gonee
o1acmubix k1emok 86 KM. Eciu npoyeHm 6nacmubix kaemok 8 KM meHee 25 % uau 61acmHbie
Kaemku omcymcmayrom 8 KM, HO npucymcmayiom 8 UHbulX oudzax nopaxceHus: (iumpamuueckue
Y371l 110001 IoKau3ayuu, mumyc, Koxa, u m. d.), mo ycmavasausarom duazio3 T- unu B-JIBJ1
[1,2,4,5].



e PekoMeHAyeTCA BCeM IallMeHTaM BBINIOJHUTh LUTOXMMMUYECKOE UCC/IefOBaHMe
npenapata KM (61acTHbIX KieTokK KM) ¢ 11ebt0 Bepudukaiym auarsosa [29,30].

VpoBeHb yOeOUTENBHOCTM pekoMeHpamuii - C (YpoBeHb [JOCTOBEPHOCTU
JOKa3aTe/labCTB — 4).

KoMMeHTapum: npu yumoxumMuueckom ucciedo8anuu aum@oudHsie 6;1acmol uacmo cooepicam
PAS-nosnoxcumenvHbie 2paHyisl, OHU He2aAMuUBHbyl 8 peakyuu Ha Mueaonepokcudasy u Ha opyaue
MUenoudHsle yumoxumuueckue peakyuu. Hepedko npu 8vINOJHEHUU YUMOXUMUUECKO20
uccnedosaHus 61acmmoie Kiemku onpedensiiom Kak HedugpepeHuupyemoie, N03Momy Kaiouesvim
memodom duaznocmuxu OJUI aensemcsa ummyHogpeHomunuposarue. Hanpumep, T-knemouHvie
o1acmHule anemeHmsl yauje 6vieaom PAS-HezamusHbl, 8 HUX 8bIA6IAI0MCA KUcaasa ocpamasa,
Hecneyuguueckas scmepasa 6 popme KpynHolx 0OUHOUHBIX 2PAHY/ 8 UUMON1asme, 8 Omauuue
om aum@pobnacmos B-nuHuu, 20e npodykm peaxkyuu pacnoiazaemcs 8 sude meakux zpay [1,2].

e PekOMeHAyeTCS BbIIIOJHUThL IaTOJIOrOAHATOMMUYECKOe MCCleloBaHue OMOTCUITHOTO
(omepalMOHHOTO) MaTepuajyia ouara IIOpaskeHMs (OITyXOJIeBOTO OOpasoBaHMS), B TOM
yycjIe C IpUMeHeHMeM MMMYHOTUCTOXMMMYECKMX METO/IOB, V MAIMIeHTOB 0e3 ITopaskeHus
KM c uenbio TOuHOI Bepudukaium nyuardosa [31].

VYpoBeHbr yOeauTeabHOCTM pekoMeHmamuii - C (YypoBeHb [JOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

e PexomeHayeTcsi y BCeX MalMEeHTOB C mopo3peHuemM Ha JIBJI BBINIOMHATH IATOIOIO-
aHATOMMYECKOe MCCAeIOBaHMe OMOIICUMITHOrO (OMepaloOHHOI0) MaTepuana JuMmddoysia
WIM OPYroro oyara MoakeHusl C IpUMeHeHMeM MMMYHOTUCTOXMMUYECKUX MEeTOHOB C
1Ie/ibl0 OlleHKM cyorunoB JIBJI, a Takke COXpaHSITb OMOIICUITHBIV MaTepuan st
MOC/IeAYIONIErO BbITIOJTHEHUS MOJIEKY/ISIPHO-TeHETUUYECKUX UCCIIeTOBAHNUI, YTO TTO3BOINUT
paspaboTaTh HOBbIe TapreTHbIe CTpaTeruu tepamnuu [15].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

KoMMmeHTapum: ummyHogeHomunuueckue xapakmepucmuxu npubausumenvHo 80 % JIbJI
xapakmepusyomcs akcnpeccueti T-knemouHsix mapkepos, 8 omauuue om OJII, npu Komopom
>70 % omuocamca K B-knemounwsim. Cpedu ecex JIBJI domuHupyem T-knemouHsiii cyomun.
HmmyHo(peHOmunuueckue xapakmepucmuku onyxonessix kjaemok npu T-JIBJI no3umugHsl no
cnedyrwwum mapkepam: TdT, CD7 u uumonnasmamuueckas CD3; sapuabenvtvr CDI1a, CD2,
CD4, CD5, CD8; moxem 6Ovimb koakcnpeccus CD4 u CD8, CD10 +/-; pedko onpedensemcs
Koakchpeccusi muenomapkepoe CD13; 33; 117. B mpemu T-JIBJI 6bisigieHbl MPaHCaOKAyuu ¢
yuacmuem 2eHo8 T-KiemouHslx peyenmopos (o, fS, y, 6) U pa3iuUUHbIX NAPMHEPCKUX 2€HO8,
exnrwuas MYC, TAL1, HOX11 u dp.

HmmyHopeHomunuueckue Xapakmepucmuxku onyxoJedsvix Kaemox npu B-JIBJI no3umueHul: no
TdT (adepHnas oxkpacka), HLA-DR, CD19 u uumonaasmamuueckoti (cyt)CD79a; CD20 u CD22



sapuabenvHsl. MIH020a 6 yumonnasme onpedensiomcs jiezkue yenu UMMYHO2JI00yUHa (Cyt-L).
[TosepxHOCMHblE UMMYHO2NI00YIUHBL Yawe Omcymcmeywm, O00HAKO UX OOHapyxeHue He
uckaouaem ouazvosza B-JIBJI; CD45 moxem Ovimb HezamueeH. MoJeKynsipHO-2eHemu4eckue
0C0O0EHHOCMU 0XapaKkmepu3o8aHsl Majlo, He UMerm NPoZHOCMUUECcK020 3HAUeHUSL.

e PekomeHayeTcs:i  BCceM  IalMeHTaM  BBINOJHUTb  MMMYHOMEHOTUIIMPOBAHME
reMOITOITUYECKMX KJIeTOK-TipeniiecTBeHHUI, B KM ¢ 1enpi0 BepuduMKammMmu AamuarHosa
[32,33].

VYpoBeHbr yOeauUTeIbHOCTM pekoMeHpamuiti - C (YypoBeHb [JOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).

KommeHTapumn: UMMYHO(eHOmunuposaHue 8bINOJIHAOM c NOMOWwb10
MyJbmunapamempuyeckoli npomouHoti yumodgayopumempuu (00b614HO KAK MUHUMYM 3- unu 4-
usemHoti). E2o ucnonv3yrom 0ns 0osee uemkozo onpeodeeHuss NPUHadaexcHocmu OnaACMHbIX
KJemoK K moll uau UHOU JUHUU KJAemouHol OJuggepeHuuposku nocie yYCcmaHosieHus
moponozuueckozo duazvoza OJUL HmmyHopeHoOmunuueckas xapakmepucmuka OaacmHuix
knemok npu OJIJ npedcmasneHa 6 npunoxceHuu I2. OJIJI u3 npeduiecmeeHHUK08 B-
aumepouumos (70-80 % cayuaes) mozym KAacCuQuuuposamscsi Ha demvlpe 2pynnol, 6
3asucumMocmu om 3Kcnpeccuu avmuzeHos JugdepeHyuposku B-knemok, a makxie
UUMoONIasmMamuyueckux U N0BEPXHOCMHbIX UMMYHO2/100yauHo8 (Ig). OJII u3 npeduiecmeeHHUKO8
T-numpoyumos (20-30 % cnyuaes) maxxe mozym 0equmocsl Ha 4 2pynnel 8 3a8UCUMOCMU OM
Ypo8Hs 3pesiocmu mumouuma u sxkcnpeccuu anmuzeda CD1a T-OJIUI, mozym 00nOSHUMENbHO
kaaccuguuuposamecs 8 3asucumocmu om cyomuna peuenmopa T-xnemok (TCR). B psode
cyuaes OacmHvle KJAemKU umerm 00HOBPEMEHHO JUM@OUdHble U MueloudHble mapkepsl. B
nocnedwetl kaaccupukayuu BO3 (2017 2.) [3] amu ciyuau onpedensiomcsi Kak CMeWAaHHbli
genomun OJI (MPAL) (B-/muenoudHsiii, T-/muenoudHsiii). Ilpu omcymcmeuu 3kchpeccuu
Mapkepos, cneuuguuHsix Onsg JAUMGOUOHO20 UNU MUEIOUOHO20 POCMKO8, YCMAHABAUBAM
oduazro3 «HedugepeHuupo8aHHblii 1eTiK03».

IIpubnusumenvio 80 % JIbJI xapakmepusyromcsi 3kchpeccueti T-Kn1emouHblX MAapKepos 8
omauuue om OJIJI, npu komopom >70 % omHocssmcs K B-knemourwvim. IToamomy cpedu scex JIBJI
domuHupyem T-KnemouHslli cyomun.

HmmyHomopgonozuueckue xapakmepucmuxku onyxonesvix kiaemok npu T-JIBJI: no3umugHul
mepMUuHaIbHas 0e30KCUHyK1eomuouimparcgepasa (Oanee - TdT), CD7 u
uumonnasmamuueckas CD3; sapuabenvvvt CD 1la, CD2, CD4, CD5, CD8; moxem O0bimb
koakcnpeccuss CD4 u CD8, CD10 +/-; pedxko onpedensiemcs Koakcnpeccus muenomapkepos CD
13; 33; 117. B mpemu T-JIbJI 8vis8/1€eHbl MPAHCAOKAUUU C yUaCmuem 2eH08 T-KiemouHbsixX
peuyenmopos (o, fS, v, 6) U pasiuuHslx napmHuepckux 2eHos, exawuas MYC, TAL1, HOX11 u dp.

HUmmyHomopgonozuueckue xapakmepucmuku onyxosesvix kaemok npu B-JIBJI: nosumugH: TdT
(a0epHas okpacka), HLA-DR, CD 19 u uumonnasmamuueckas (cyt)CD79a; CD20 u CD22
gapuabenvHsl. FH020a 8 yumonsasme onpeodensitomcs Jezkue yenu uMmMyHo2100yauHa (cyt-u).



ITosepxHOCMHbIE UMMYHO2NI00Y/IUHbL  UALe OMCymcmeyiom, O00HAKO UX OOHapyxeHue He
ucknouaem ouazuvosa B-JIBJT; CD 45 moxcem Obimb He2amueeH.

e PekomMeHyeTCsT BCeM IMall€HTaM BBbIIIOJIHUTL LUTOreHeTHYeCKoe UCCIefoBaHue
(kapuotum) acnupata KM c 1enblo ompefeneHus] TPYIMIbl pucka U BepuduUKauumu
IvarHosa [34].

VYpoBeHb YyOeaUTEIbHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

KomMMmeHTapum: cmaHdapmHoe yumozeHemuueckoe ucciedosadue s18semcsi Heo6X00uMbim
KOMNOHEHMOM duazHocmuueckux npouedyp y nauueHma ¢ nodo3pevuem Ha OJI. [lna
onpedenieHus. Kapuomuna 00CMOBEPHLIM CUUMAEMCcsi MoJbKO UCciedosaHue Kak MuHumym 20
memagas. AHomanuu 8 Kapuomune mo2ym yCmaHasau8amsCs u Ha OCHOBAHUU UCC1e008AHUS
KJ1emox nepugepuueckoti kposu. XpomocomHusle aHomaruu npu OJIJI mozym 6vims pa3oesneHsl HA
KOJIUYECMeEeHHble WU CMPYKMYypHsle, aAcCCOyuupyrouuecs: ¢ KOauueCmeeHHbMU AHOMAIUSIMU,
JU60 AensUjUecs u3onuposaHHoimu. Iunepnioudusi npedcmaensiem coOoli hpuobpemeHue
O0ONOJIHUMENIbHBIX XPOMOCOM MAKUM 00pa3om, umo obuiee uucjio XpoMOCOM 8 OOHOU Kjiemke
cmaHosumcs Oonvwe 46. Ilpu OJIJI amom npouecc, Kak npeocmassisiemcs, He s6J7s1emcs
cayuatineim. Tunepniouduss obHapywueaemcs 8 5-15 % cayuaes OJIJI 'y 83pocibix, u ee
accoyuayus ¢ 6a1azonpusimusiM NpozHO30M meHee ouesuoHa, Hexceau npu OJIT y demeli, koz2da
2unepnioudHocmes 00HAapyxugaemcsi npubau3umenvHo 6 mpemu cayuaes. Iunonaoudus
(Konuuecmeo Xxpomocom meHouie 46) ooHapyxusaemcs 8 2—-8 % cnyuaes OJIJI u accoyuupyemcsi ¢
Heb1azonpusiMmHsIM UCX000M. BONbUWUHCIMBO XPOMOCOMHBIX AHOMANULL, 0OHAPYHUBAUUXCS NPU
OJII, senswomcs CMpyKmypHolMu U 00bIMHO hpedcmasnasiom co00li  mpaHcaoKayuu.
Hoeumucgpuyuposaro 6onee 30 pasnuuHvlx HeCayuatiHblx mpancaokayuti. Cneuyuguueckue
XPOMOCOMHble nepecmpotiku saens10mcs He3asucuMbsIimu duazHocmuueckumu u
NpozZHOCMUYECKUMU MapKepamu u cayxcam o0ns 8vlbopa makmuku mepanuu. ITpu omcymcmeuu
nopaxceruss KM, xomopoe Ovisaem y nauueHmos ¢ JIBJI, uyumozeHemuueckoe ucciedosaue
00J1HO OblMb 8bINOJIHEHO HA CYOCmpame OUONCUPOBAHHO20 0NYX0J1€8020 00PA308aHUSL.

e PekoMeHAyeTCsI  BBIMOJHUTb  IIMTOTEHETHMUYECKOE  MCCAeqoBaHME  OMOTICUITHOTO
(omepallMOHHOTO) MaTepuaja TKaHelt uiau KM ¢ npumeHeHeM mMeTona (uiyopeciieHTHOM
rubpunusanuu in situ (FISH) nnas onpenenenus Tpanoiokaiuu t(9;22) (q34;q11) - BCR-
ABL n t(4;11) — MLL-AF4 y Bcex nauueHTOB ¢ B-kinerounsiMmu OJUUI u OJI cMmeliaHHOTO
dbeHoTMUIIA, OCOOEHHO Y TeX, y KOTO METOH CTaHJapTHOM ILIMTOT€HETUKM OKa3asics
HeMHDOPMATUBHBIM, IJIsI YTOUHEHUSI OuarHosa, auddepeHINaNbHOV IMArHOCTUKU U
BbIpaOOTKM TaKTUKM JTedeHus [35].

VpoBeHb yOegUTENBbHOCTM pekoMeHzanuiti - C (YpoBeHb JOCTOBEpPHOCTU
JOKa3aTeabCTB — 4).

KommenTapuu: npeumyuiecmgom memoda FISH sensemcs 803MOMHOCMb UCCA€008aMb
0ecsimKu U COMHU He MOJbKO 0eJIAUUXCS KJIeMOK, HO U meX, Umo Haxoosmcs 8 unmepgase. Ho
Heob6xo0umo umems 6 8udy, umo memod FISH no3gonsem aHanuzuposams mojapko me yuacmiu



XPOMOCOM, OJisl 8bISIBJIEHUSL KOMOPbIX UMEIOMCs MOJIEKYSIPHbIE 30HObL, A HE 8€Cb XPOMOCOMHDbLL
Habop yenukom. Memod no3gonisiem 6vicmpo, 8 meueHue MakcumMym 2 OHell, 8bIsI8UMb UCKOMbLE
nonomku. Jemekuus t(9;22) (q34;q11) — BCR-ABL u t(4;11) — MLL-AF4 80 epems npogedeHust
npedgasvl onpedensiem 6cH OanvHeliuyrw mepanesmuyeckyro maxkmukxy. CmaHdapmHoe
uumozeHemu4eckoe UCCiedo8amue s6751emcsi eOUHCMBEHHbvIM Memodom, N0o380JS0UUM
AHanU3UpPo8amv 8eCb XpOMOCOMHbLLL HAGop Knemku yeaukom. OOHaKo ezo 8binoHeHUe mpebyem
00CMamoyHo ONUMENbHO20 BpPeMeHU; Kpome moz20, 8 pside Cayuyaed KOHCMamupyemcs
omcymcmeue Oenswuxcs KJaemok (Mumo3os). B amux cayuasx uyenecooOpasHo 6ulNOJHIMb
ucciaenoBaHme MeTomoM (IyopeclieHTHO rubpummusanum  in situ (manee - FISH-
uccnedosaHue) Ha Kawuesvle nepecmpotiku t(9;22) (q34;q11) — BCR-ABL u t(4;11) — MLL-AF4
npu B-OJIL

XapaxkmepHoti ona Ph+ OJIJI saensemcsi peuunpokHas mpauciokauus t(9;22)q34;ql11),
npueodawas k causHuto 2eHa BCR (ob6aacmu knacmepa mo4ku paspsléd) XpoMocomul 22 ¢ 2eHOM
ABL (mupo3uHkuHa3ssl AbenvbcoHa) xpomocomsl 9. Ilpu cmavdapmuom yumozeHemuueckom
uccnedo8aHuu 3mo npueooum K YKOPOUEHUN XPOMOCOMblL 22, umo NOAy4ua0 HA38aAHUE
¢unadenvutickoti XpomMocomsl; O0aHHOE U3MEHEHUE MOXem makxkxie onpedensmscs npu
gayopecuenmmoii eubpududauuu in situ (FISH). /lonosHumesnsHble XpOMOCOMHble abeppauuu,
npedcmasenieHHsle 2-ii  Ph-xpomocomoti (+der(22)t(9;22)), aHomanueli KOpomkozo njeua
Xpomocomol 9, moHocomuetl 7-ii XpoMOCOMbL U mpucomueti 8-t XxpoMOCoOMbl 8Cmpeuarmcs 8 om
10 do 79 % cnyuaee Ph+ OJIJI u seastomcsa pakmopom HezamueHozo NpozHO3d, 00YC1081UBAs
yMeHbllleHUue Oe3peyudusHoli e8wixcusaemocmu (danee — BPB) u ysenuueHuem uacmomol
peyuousos.

OcHo8HoII uenvto nepguuHoli dugpgepeHuuanvHotli duazHocmuxu seasemcs ougpgepeHuuposatue
Ph+ OJIUI ¢ aumeoudHsim 61ACMHBIM KPU3OM XPOHUUECK020 Mueoetiko3a (danee — XMJI), 6
noib3y KOmMopozo mMozym ceudemenbcmeosams Haiuuue 8 avamuese XMJI, 6asopuiuu unu
s03uHopunuu KM aubo eueanmckas cnaeHomezanusi. — OCHOBHbIM OugdepeHyuanbHsiM
Kpumepuem sensemcs ewisienenue mpaunckpunma pl90PRABL ymo  06wiuno nossonsem

uckouums XMJI.

e PekOMeHAyeTCS BbLINOJHUThL MOJIEKYISIPHO-TEHETUUECKOe WCUIeLOBaHMEe TOUYEUYHBIX
myTaiuii reHa BCR-ABL (xMepHbIii TeH, 00pa3oBaHHbI CIMSIHMEM 00JIacTM KjacTepa
paspbIBOB Ha 22-Jf XpOMOCOMeE U reHa TUPO3UH-KMHa3bl AGesibcOHAa Ha 9-71 XpomMocoMe);
MOJIEKY/ISIPHO-TeHeTUUeCKoe McCaefoBaHMe MMWHMMAIbHOM OCTaTOUHOM OOJe3HU Ipu
Jeiiko3ax TIpM TIOMOIIM TallMeHT - cIHeludUUYHbIX I[paiiMepoB (MOJeKYISIPHO-
reHeTUYecKre MUCCIeSOBaHMS Ha Haiuuue XuUMepHbIX reHoB c-MYC-IgH, MLL-AF4 u
IPYIrUX, B 3aBUCMMOCTU OT paHee BbISIBJIEHHBIX LUTOTEHETUUYEeCKUX ITOJIOMOK), C Le/Ibl0
oajibHeliero MoHUTOpupoBaHus 3bdekTuBHOCTM XT ¥ OLIEHKM MMHMMAJIbHOI
ocraTouyHo¥i 6one3Hu (MOB) B pamkax KU Bcem nauyeHnTam ¢ B-kieTounbim OJII [36—38].

VYpoBeHb yOeauUTEIbHOCTM pekoMeHmanuii - C (YypoBeHb JOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).



KommenTapum: demekuusi xumepHoix 2eHo8 BCR-ABL, c-MYC-IgH, MLL-AF4 Heobxoduma c
Uebl0 MOHUMOPUH2A NPOMUBOONYX0J1e6020 0OMEemMa U NPUHSIMUSL mepaneemuuecKux peuleHutl.
MonekynspHoe uccnedosaHue 0py2ux MHO20UUCIEHHbIX NOJIOMOK S187151emcsl 8 Hacmosiujee 8pems
3a pybexcom 00HUM U3 KJHuesblx Memodos cmapmudukayuu nayueHmos Ha 2pynnsl pucka.
IlemeKkyusi XumMepHviX MpPAHCKpUnmos, mymauuu 2eHos8, nepecmpotiku u Oynjukayuu 2eH08
00CmynHsl MONbLKO 8 60NbUIUX UCCedo8amenbCKux yeHmpax. Ha monekynspHo-zeHemuueckom
yposHe mparckpunm bcr-abl moxcem onpedensimscs nocpeocmeom NoAUMEPA3HOll UenHoll
peakuuu ¢ obpammoti mparckpunuueti (OT-IIL]IP). PacnonoxceHue mouku pa3spsiéa 8 zeHe BCR
npusodum k momy, umo 6enok p190PRABL gyiagnaemca 6 66,3 % cayuaese Ph+ OJII, maxe y
JaHHbIX nayueHmos uacmo onpedensemcs 6enox p210PCR-4BL (31 2 %). B ocmansHeix cryuasx
onpedensilomcst mpaHckpunmsl 060UX Munoe aub0 amunuuHsle MpPAaHCKPUnmol.

e PekoMeHayeTci  BCeM  IAlM€HTAaM  BBIIOJIHUTL  MOJIEKY/ISIPHO-TE€HEeTUYeCKOoe
uccienoBanme T-KIeTOYHOM KIOHAJbHOCTH (TI0 reHaM GeTta-, raMma- U aenbra-lernei T-
KJIETOYHOI'O peLerTopa) MM MOJIEKYISIPHO-TeHeTUYeCcKoe MCcaenoBaHue B-KkieTouyHOM
KioHaimbHOCTU (110 reHam IgH, IgK, Igl) B acnupate KM Ha T-unu B-kieTouHyro
KJIOHAJIbHOCTb C 11eJIbI0 Ja/IbHelIleli OlleHKM MOJIeKYISPHOrO OTBeTa U BepuduKauumn
IVarHo3a Mpu CJIOKHbBIX AUMAarHOCTUYECKUX CITyvasix [39].

VYpoBeHb yOeaAUTEIbHOCTM pekoMeHmanuii - C  (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

KoMmMmeHTapumn: ¢ monexkyasapHoti mouku 3peHus eéce cayuau OJIJI passusaromcs u3 Kiaemok-
npedwecmeeHHuko8 B- unu T-numpoyumos, noamomy 6ce OHU 0eEMOHCMPUPYIOM KIAOHAIbHbLE
nepecmpotiku 2eHos8 msixenvix ueneti Ig u/unu 2eHos TCR. ODmom ¢peHomeH no380/sem
onpedensimy hayueHm-cneyuguueckue nepecmpotiku U UCNO1b308aMb UX 8 Kauecmae
MOJIEKY/IIPHO20 Mapkepa 3abonesavuss npu moHumopuHze MOB. Ilomumo nauueHm-
cneyugpuueckux mapkepos, OJIJI umeiom 60bUi0e KONMUUECBO 2eHEMUUECKUX U MOJIEKYSPHBLX
nepecmpoexk, Mmymayuti, 6 KOMmopwvlXx yuacmeylom pasiuuHsle 2eHbl. IlepeueHb OCHOBHbBIX
MOJIEKYIIPHO-2eHemu4eckux aHomanuti, udenmuguuyuposarusvix npu OJIJI y 83pocasix u demeti u
UCNOJIb3YeMbIX 8 HACMOsIWEe 8peMsl NPU MOJIEKYASPHOU duazHocmuke, npueedeH 8 NPUIoXeHuuU
I'2. JlaHHblli nepeueHb He 5671emcsl NOJHbIM U npedcmassisiem coO0li KOMNPOMUCC MeXOy
CO8peMeHHbIM U 0oJiee a0eK8amHbIM MOJIEKYASIPHBIM MemodOM Bblsi8IeHUs. UNU UCKIUEHUS]
asomanuu u Haubosiee Hacmo ucnoib3yemoti MemoouKoli.

e PekomeHAyeTcCsI BCeM TIIallMeHTaM BBIMIOJIHUTh CIOMHHOMO3TOBYKO ITYHKIMIO C
LUTOJIOTUYECKUM UCCIeJOBaHUEM KJIETOK CIIMHHOMO3TOBO KUIKOCTU
(MMKPOCKOIIMYECKOe WCC/IefOBaHMe CIIMHHOMO3TOBOM >XUIKOCTU, IIOJCYET KJIETOK B
CYETHOV KaMepe) O UCKIIoUeHus/moaTBepxkaeHus sosneuenus LHTHC [13,40].

VpoBeHb yOemUTEILHOCTM perkomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 5).

KOMMEHTapI/IMZ npu ecex eapuaHmax OJIUI swicoKa 6€EPOAMHOCMb 6086J1eHEHUA obosiouex
20J106H020 Mo032d. Hoamomy 6Cem nauueHmam noxKa3dHO 6bIN0JIHEHUE duazHocmuueckoti



JIOMOANBHOLU  NyHKUUu ¢ Mopgonozuueckum ucciedosavuem aukeopa. Ecau yposeHw
mpomb6oyumos He yoaemcsi nogvicums 00 30 x 10%/n u evlwe, om NYHKYUU MOXCHO 8030€PHAMbCS
00 8occmaHosneHust nokaszamesneti mpomboyumos nocine kypca. Eciu 'y nayuenmos
onpedensiemcs netikoyumo3 eviwie 100 x 10°/1, mo nepaylo nwombansHylo NyHKyuio ciedyem
omJoxcumo 00 pedykyuu ducaa etikoyumos meree 10 x 10%/n.

e PexomeHayeTcsi BCeM IlallMeHTaM IIPpU [OUATHOCTUKE HeMpoleKeMUun YBEeJIUYUTD
YaCTOTy CIIMHHOMOS3IOBBIX MYHKIMIA M BBITIOJHITL UX B cpesHemM 1 pas B 3 OHS [0
TTOTyUeHMsT TpeX JIIOMOATbHBIX MYHKIINI 06e3 6/IaCTHBIX KJIE€TOK B JIMKBOpPE, 3aTeM YaCTOTY
IIYHKIMII MOXXHO CHU3UTh A0 1 NMYyHKUUM B HEOE/J0 BO BpeMs MHAYKIUM (BO BpeMs
OaJIbHEMIIMX 3TaIlOB Teparnuy JIIoMOaJbHbIe ITYHKIMY BBITIOTHSIIOTCS B COOTBETCTBUMU C
MIPOTOKOJIOM) JIJisI KOHTPOJISI AMHAMMKY 3a060/eBaHus Ha Tepanuu [1,2,4,5].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOoBeHb [JOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

KommenTapum: 8 pamkax obOweii npoepammel XT ecem nayueHmam ¢ OJIJI Heobxoduma
mepanusi nopaxeruss [[HC. B omcymcmeue npopuiakmuku NOpaiceHus: Mo3208bviX 000/104eK
peyudusnsl 8 I[HC 8 meueHue HECKOJIbKUX Mecsaues ¢ MomeHma pezucmpayuu IIP 803HuUKarnm
npubausumenvHo y mpemu nauueHmos. Peyudue 8 I[THC npu OJI/I y 83pocivix xapakmepusyemcs
HeONazonpusMHsiM NPOZHO30M, NOCKONbKY 3a HUM 00bIYHO cledyem 2emMamonio2uyecKul
peyudus. Ipu 3mom nodxodw! K neueHur nopaxceHusi LIHC u ezo npoguiakmuke pasiuuainomcs u
yuumsl8awm xapakmepucmuxku nayueHma, e2o 803pacm u opyzue npozHocmuueckue (hpakmopeol.

e PeromMmeHpayeTcs y BCeX BbIAENSATh U cOXpaHsTh nepBuuHyo JTHK miu PHK n3 kinetok KM
MaleHToB B OmMoOaHKe WIM HAIpaB/SITh MaTepuaq Ha XpaHeHMe B JiabopaTopuu
dbenmepanbHbIX 1IEHTPOB [IJISI BO3MOKHOCTHU TOC/TIEAYIONIETr0 BbITTOTHEHUS] MOJIEKY/ISIPHBIX
uccienoBauuin [41].

VYpoBeHb YyOeOAUTEIBLHOCTM perkomeHgaumuit - C (YpoBeHb [IOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KoMMeHTapum: coxpaHeHue nepsuuHozo Ouosozuueckozo mamepuana (IHK, evideneHHas u3
KOCMHO-M03208blX KJIEMOK, WU 3AMOPOXCEHHble KAeMmKU) O 6blNOoJNHEHUs 8 Oydyujem
MOTEKYIIPHBIX UCCNE008AHULL, NO3BONAIOUIUX HUEMKO ONnpedenums 2pynnsl pucka.

e PekomMeHpayeTcs1 BCeM MalMeHTaM, Y KOTOPbIX IIPU CTEePHAJILHON NYHKIUK He I0JIyYeH
IVAarHOCTUYeCKUM MaTepuas (TaK Ha3bIBAeMbIl «CYXOil IIYHKTAaT»), TIIOJIyueHue
rucTogoruyeckoro  mperapatra KM  (TpermaHo6moricusi) ¥ IIUTOJIOTMYECKOE U
MMMYHOLIUTOXMMMUUECKOe  MCCAefoBaHMe OTIevyaTKoB TpemaHob6uontara KM ¢
MOpPQOJIOTUYECKUM U YUMOXUMUUECKUM UCCIE08AHUSIMU OJIACMHbIX KAemOoK C 1eblo
BepuduKalyy TOYHOro auarHosa [30,31].

VpoBeHb yOeguTeNbHOCTM peKkomeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).



e He pekoMeHAyeTCS BBIMIOJIHATh ITYHKIMOHHYIO (acCOMpalMOHHYI0) OMOIICHMI0 ouara
nopaskeHus: (OMyXOJIeBOTO 3KCTpaMeIy/UIIPHOTO o006pa3oBaHMsI) B CBSI3M C MaJIOif
MHQOPMAaTUBHOCTbHIO MCC/IeAOBAaHNUI JAaHHOTO MaTepuaa [1,2]

VpoBeHb yOeguTENbHOCTM peKkomMeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

e PekomeHAyeTcsi BCeM TalMeHTaM BBIIOJHEHME  3JIEKTPOKapAuorpadmuueckoro
uccnemoBanus (manee — IOKI) u sxoxkapauorpadpum (manee — OxoKI) 1Sl BBISBIEHUS
COIYTCTBYIOILIEI KapAMOJIOTMYeCKOi MaToAOTUM W NPOPUAAKTUKM WIM JIeYeHUS
BO3MOYXHBIX KapJMOIOTUYECKUX OCTIOKHEHUI WM CepAevuHO0i KoMOpOougHOCTH [42].

VpoBeHb YyO0eAUTENbHOCTM PpeKoOMeHJauuii - B (ypoBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

e PekoMeHAyeTCsA BCeM IalleHTaM BbIMIOJIHEHMEe KOMITbIOTEpHOI TomMorpadum (manee —
KT) rosnoBbl, OpraHOB I'PYAHOI 1 OPIOIIHOV MOJIOCTEN IJis BbISIBJIEHUS BO3MOXKHBIX OUaroB
TIOpakeHMs ¥ COYTCTBYIOLIeN ITaToaorum [43].

VpoBeHb YyOegUTENIbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

e PekoMeHAyeTcsl BCeM MallyeHTaM BbIIIOJIHEHME YIbTPa3BYKOBOrO MCC/IeN0BaHMUS (Haiee
— V3W) nepudepmuecknx 1 BHyTPUOPIOMIHBIX JUM@OY3/10B, OpraHOB OPIOIIHOI ITOJIOCTH,
OpPraHoB MaJjiOro Tas3a y >KeHIIMH U IMpeJCcTaTeJbHON JKejle3bl Y MY>KUMH [IJIS1 BbISIBJI€HUS
COMYyTCTBYIOILeN nmatonoruu [1,2,5,14,15].

VpoBeHb yOeauUTENbHOCTHM peKoMeHpauuii - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e PekomeHpayercst Bcem IanyeHTam c JIBJI mpu oueHke 3¢Q@PeKTMBHOCTU JieUeHMUS
CpaBHMBATh pa3Mepbl MMOpakeHMs OO Hauajla TepalnuM M II0Cae Ha BCexX 3Tanax
XUMMUOTEPAIreBTUUECKOTro Bo3aeincTBus (1o cuumkam KT- uinu Y3U-ucwiemoBaHus ovara
nopaxenus) [14,15].

VpoBeHb yOeoUTEIBHOCTM perkomeHgaumuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

e PekomeHayeTcs TalMeHTaM IMpU HaAMYUM KIMHUUYECKUX CUMIITOMOB ITOPasKeHMSI
KeJTyIOUHO-KUIIIeUHOTO TPaKTa BbIMIOJHEeHMe 330(haroracTpoiyoqeHOCKOINHA IJiSI OLleHKU
COCTOSTHUSI C/IM3UCTOV OOONOYKM MUIEeBOAa, Kelyaka, ABeHalaTUIIEePCTHON KUILIKMU,
o6HapykeHMs BO3MOXKXHOTO MUCTOYHMKA KPOBOTeueHus [15,44].

VYpoBeHb yOemuUTEIBHOCTM peromeHganuiit - C (YpoOBeHb [IOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

e PekomeHayeTcs IalileHTAaM MPU HAJIUUMKM KIMHUUYECKUX CUMIITOMOB MOpakeHUs
OpPraHOB [ObIXaHMS (ObIXaTeIbHOM HEeJOCTAaTOYHOCTM, OOYCIOBJIEHHOM OOIIMPHOII
ITHEeBMOHME, KPOBOXapKaHbsl) BBIMIOJHEHME OPOHXOCKOMMM [OJIsI OLEHKM COCTOSIHUS
CJIM3UCTOM 0007I0UKY Tpaxeun, OpOHXOB, OOHAPY>KeHMS UCTOUHMKA KpOBOTeueHus [45].



VpoBeHb yOegUTENbHOCTM peKkomeHzammuit - C (YpoBeHb [JOCTOBEPHOCTU
JOKa3aTeabCTB — 4).

e PeroMeHayeTCsl MalyeHTaM C OMarHOCTUMpoBaHHON JIBJI mpumeHeHMe ITO3UTPOHHO-
SMMCCUMOHHOJ KoMIibioTepHO¥i Tomorpadumu (IIIT/KT) nnsa cragupoBaHusl 3ab60eBaHMS
[46].

VYpoBeHb YyOeaUTEIbHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

KommenTapumn: y wmHo2ux nayueHmos ¢ JIBJI, umewwux MdAcCusHoe nopaxceHue
MeouacmuHalIbHuIX AUMPOY37108 UCx00HO, nocne 3asepuietus UT npu penmeeHozpaguu unu KT
ocmaromcs pe3udyaivHsle 00pasosanust. Llenvto donosHUMeNvHoIX duazHocmuueckux npoyedyp
s6/slemcsl nojiyueHue omeema Ha 60npoc, npedcmasnsom Jjau 3mu 00pa308aHust yuacmiku
Hekpomuueckoll unau pyoyoeoti mkaHu, aub0 cooepiam HuU3HecnocoOHble Onyxosesvle Kaemku.
JIyuegvle memooOsl uccredosarus, 6 uacmuocmu IIDT/KT, eepossmHOo, noae3Hsl hpu
cmaduposaruu 3abonesaHusi. bvl1o nokazaHo, umo nosumusHsle pe3yabmamsl IIIT/KT
Nn0360JI51I0M C BbICOKOU B8epOSIMHOCMbI0 NPOZHO3UP08AMb Pe3udyaibHoe UIU peyudusHoe
nopaxcerue npu HXJI [95].



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

e PekomMeHIyeTcsa BbINOJHEHME >KEHI[MHAM peIpOmyKTMBHOIO BO3pacTa TecTa Ha
6epeMeHHOCTh (MCCIeIOBaHMe XOPMOHMYECKOTO TOHAAOTPOIMHA YeOBEeKa) C IIeJIbI0
BbISIBJIEHMSI GepeMeHHOCTH [1,5].

VpoBeHb yOeOUTEIBLHOCTM perkomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeabCTB — 5).

e Pexomenpnyercss Bcem mnanueHtam ¢ OJIJI/JIBJI u3 rpymmbl BBICOKOTO PUCKA U MIpU
peliuauBe 3abomeBaHMsI, a TakKke UX CUOIMHram orpeneneHre HLA-aHTUT€HOB C 11eJbO
TOMCKa MOTeHMaJIbHOro noHopa KM [47,48].

VYpoBeHb yOeaAUTENbHOCTM pekoMeHzmanuit - C  (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

e PekoMeHAyeTCA BCeM TIallMeHTaM KOHCYJbTallMsg  HeBposiora, oQTaJlbMO0JIOra,
OTOPMHOJIAPMHTOJIOTA [JIsI  OINpefeieHusT COMaTUYeCKOro CTaTyca [MalueHTa U
IMarHOCTUKM COIYyTCTBYIOIIei natonoruu [1,2,4,5].

VYpoBeHb YyOeOUTEIBHOCTM perkomeHgaumuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

e PekomMeHAyeTCsI KOHCYJbTAllMs TMHEKOJora [Jisl >KeHIIVMH M yposora IJisi MYXXYMH C
LIeJIbI0  BBISIBJIEHMSI COMAaTMUYECKOro CTaTyca MalMeHTOB M pelleHus: BoIpoca o
HEOOXOIVMOCTM  OBAapMONPOTEKIMM WIM  KPUOKOHCepBamuyu rameT  (OOLUTOB,
criepmaTto3onos) [1,2,4,5].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

KoMMeHTapum: HesvinosHeHUe YKA3AHHbIX npouedyp u memodos 00Cn1e008aHUS B803MOMCHO
MOJIbKO 8 KpatliHux cayuasx, Koz20a nayueHm Haxooumcsi 8 mepMuHaIbHOM COCMOSIHUU npu
nocmynJieHuu 8 Cheyuaiu3uposaHHoe yupexcoeHue uiu €20 CoMmamuyeckuti cmamyc makos, umo
HUKAKO020 cheyuuueckozo JieueHus 8bIN0JIHAMbCA He 6ydem — MoJibKo NAIUamueHoe, Ui, eciu
nayueHm omkassléaemcs om o06¢n1e0d08aHusl U ieueHus, Umo JonxcHo 6blmb 3a00KYMEHMUPOBAHO
8 ucmopuu 60s1e3Hu.

e PexomeHzayeTcst 6epeMeHHbIM >KeHIIVHAM BbITIOTHSTD MTOJIHbIN 00beM JMarHOCTUYEeCKUX
uccnenoBanuii ipu OJIJI, kak U y HebGepeMeHHbIX, KpOMe BbIIOTHEHUSI CTaHIaPTHBIX
DEHTreHONIOrMYeCKUX MeTOHOB 00cneqoBaHus (CM. KIMHMYECKME PYKOBOACTBA IO
BeJleHM10 OepeMeHHbIX MaleHTOoK) [1,49].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0OKa3aTelabCTB — 5).



KoMMmeHTapum: ¢ duazHocmuueckoli yeivto npu bepemeHHOCmu uUenecoodpasHo npumeHeHue
MAZHUMHO-PE30HAHCHOU momozpaguu u Y3H, 8 mom uucne 1e204HOll MKaHu.

e PekoMeHAyeTCsI IIpM  pPasBUTUM  MHQPEKIMOHHBIX  OCAOXHEHMII  BBIMIOJIHEHME
HeOOXOIMMBIX [IJISI AMArHOCTUKM odara uH@ekuuu mpoienyp oconemoBanusi (Y3U, KT,
MMKpoOMoornueckoe (KyJabTypajJbHOE) MCCAeIOBaHME KPOBM Ha CTEPUIbHOCTD;
MMKpOOMoOIornueckoe (KyJIbTypaJbHOE) MCCIeNOBaHME MOYM Ha OaKTepuabHbIe
MaToreHbl; MMKpOOMoONIorndeckoe (KyJAbTypajibHOE) MCCAeqoBaHMe OTAeNsIeMOoro us
TOJIOCTY PTa; MCCIeAOBaHMe MMUKPOOMOILIeHO3a KUIIeUHMKa (AucOakTepuos) IJis
yTOUHEHMS XxapakTepa MHQEeKIUM 1 BbIpabOTKM aleKBaTHOM TaKTUKM jedeHus [27,50-52].

VpoBeHb yOeguTENbHOCTM pekoMeHzaumuii - C (YpoBeHb [OCTOBEpPHOCTU
JOKa3aTeabCTB — 4).

JuHaMu4yecKkas oneHka 3¢ PeKTUBHOCTH Teparnmn

e PekoMeHyeTcCs BCeM MallMeHTaM Ha dTanaxX MHAYKUUM Y KOHCOMUIALUM KOHTPOILHOE
ucuiegopanve KM (monmydyeHme uuTonornuyeckoro mnpenapara KM myreM DyHKUUM
(cTepHa/IbHAS IYHKILMS) U LUTOJIOTUYECKOe MccIenoBanre Ma3ska KM (Mmuenorpamma) ns
CTEepPHAJIbHOI'O IMYHKTATa) BBIMOJHATHL [epel HauyaJlOM KaKIOro IOUIeLYIIIero srarna
(orrTMmanbHO) 6o 1 pa3 B 2 mecsia (He pexe!) ¢ 1enbi0 BepudmKaluu craTyca
naiyeHTa 10 3aboseBaHMI0 (PeMUCCUSI, PE3UCTEHTHOCTb, pelUANB, IIPOTPeccus)
[1,2,4,5,12].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [AOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

e PekomeHAyeTcsl malyeHTaM Ha (QOHe MoAJepXXMBalolleli Tepanuyu IOBTOPSITh
ToJIy4eHue LUTOIOrnyeckoro mnpernapata KM nyrem nmyHKUMM (CTepHaIbHasT MyHKIMS) U
LIMTOJIOTUYECKOe MccienoBane Mmaska KM (Mmuenorpamma) U3 CTepHaJIbHOIO ITyHKTaTa 1
pa3 B 3 Mecslla B TeueHue 2 JieT U B OajIbHENIIeM, I[T0C/e CHSITUS C JIeYeHUs, KaKIble
nmojirona A0 3 JeT HaOMomeHMs] C Ienblo BepuduKaAlMM CTaTyca MalyeHTa o
3aboneBaHuIo (pemuccus, peuuans) [1,2,4,5,12].

VpoBeHb yoeauTeabHOCTU peKkoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
- 5)

KoMmmeHnTapum: cmavdapmu3osaHHvle 8pemeHHsvle mouku e3amus KM Heob6xodumsl npu
moHumopuvze MOB. MoHumopuHz MOB sei1s.emcs KawuesviM UCCIedo8aHUeM 80 8Cex
cospemeHHblx npomokonax seuerus: OJIJI. B Poccuu, 20e 8 KU 8kitouaemcss MUHUMAILHOE UUCTI0
navyueHmos, pekomMeH008ams CMAaHOapmMu308aHHblli MoHumopuHz MOB u npuHumamo
mepanesmuueckue pewleHust 8 3a8UCUMOCMU Om NOJyudaemslx nokazamesneti npeocmasnsiemcs
npexcoespemMeHHbIM. Mo C853aHO C meM, umo 8 OONbUWUHCMEe CIyuaes npopammsl mepanuu
OJII moduguuupyiomcs, He coba00amcst NPUHYUNsl «003a — UHMEHCUBHOCMb», UHMEPBaJlbl, 8
psde cayuaes omcymcmeyrom npedycCMOmMpeHHble KOHKPEemHsIM NpPOMmMoOKOJ0M hpenapamsi.



Onpedenerue MOB Heob0X00uMo Ons peuleHuss 8onpoca 0 UenecooopasHocmu 8biNoJHeHUs
MpaHcN1aHmMauyuu aalo2eHHblX 2eMON03MuUecKux Cmeosiossix Kiaemok (danee — anno-TICK).
IToosmomy npedcmasnsemcsi pasymHoim 6cex nayuermos ¢ OJII, komopbsle He BKIHUEHbl 8
KoHmpoaupyemole KU, paccmampusame 8 kauecmee KaHOUOAmos o mpaHcnaaHmayuu aiio-
TI'CK, ocobeHHO ecnu peus udem 0 po0CmMB8eHHOTU MpaHcniaHmayuu.

Bonpeku comHumenwsHolti 8 ycnosusix PO pexomendayuu moHumopuposams MOB y nayueHmos ¢
Ph-nezamuguoimu OJIJI, moHumopuvz MOB y nayueHmos ¢ Ph-no3umueHsim OJII siensemcs
Kaouesvim ycnoguem neueHus onss BCEX (!) nauuenmos u 6 ycnosusix P®, nockonbky amo
HanpsMyt ces13aHo ¢ mpebosaHuem pekomeHoauuli N0 cMeHe MUPO3UHKUHA3HO20 UHzuOumopa
(Oanee — UTK) 8 cryuae HedocmudceHUsl MOeKyNs\pHO20 omeema [1,2,53].

MOBb

B Hacmoswee epemsi cmaHdapmom MoHumopuHza 3pgpekmusHocmu neuerus OJUI cman
MOHUMOPUHZ 0CMamouHoli onyxonegoti nonyasyuu xiaemox (MOB) ¢ nomowblo Memodos
NPOMOUHOLl Yyumomempuu u/uinu MoaeKkyaspHO-0uonozudeckux memodos. YKasaHHvle Memoosl
061adaiom 8wICOKOLI UyscmeumensHocmolo (06Hapyxcusaemcs 1 netikemuueckas knemxa Ha 104
 HOPMANLHBIX 2eMON0IMUUECKUX KACMOK) U C UX NOMOWBIO MOXCHO OMCIeHUsamo 6 OUHAMUKe
cyodv0y netikemuuecko2o kaoHa. ObuapyxceHue MOB nocie uumocmamuueckozo 8030elicmaus
A67151emcsl  CaMblM — MOWHBIM — NpozHOoCcmuueckum  ¢pakmopom 'y nayuenmos ¢ OJII,
ceudemenvCmeyluumM o0 HeoOXo0uMoCmu U3MEHEeHUs mepanesmuyeckoli MmMakmuku U
npumeHetus 6 npozpamme aeveHus: auio-TI'CK.

MeTtoan1 onenku MOB

Paspabomano Heckonvko memodos oueHku MOB npu OJIJI. Omu memodsl omauuarmcs no
mpydoemMKoCmu, B8pPEMEHHbLIM 3ampamam, NPUMEHUMOCMU 8 O0MOENbHbIX — CUmMyayusx,
yy8cmeumenbHoCmu, CcmoumMocmu u Hekomopwsim Opyeum acnekmam. Camoe 8axcHoe 8
uccnedosavuu MOB — 3mo MHO20KpamHoe ucciedosarue, oueHKa 8 OJuHamuke, ¢ meueHuem
8peMeHU.

Kaxk yxe ommeuanocs pauee, memoodsl demekyuu u moHumopuxza MOB no360/510m oyeHusams
appekmusHocms npo8oduMO20  JieueHuss Ha MOJeKyaspHom  yposHe. QOueuka MOB
ocywecmensiemcas TOJIBKO y nayueHmos, y KOMOPbIX NOJNYUEHA NOJHASL KIAUHUKO-
2emMamoJio2ulecKas pemMuccusl.

e Pexomenpayetrcst MOHUTOPUHT MODB oCyIlleCTBIATE METOAOM IIPOTOYHOM LIUTOMETPUN U/
wim metonoM [P, To ecTb TeMy MeTOZaMM, Yy KOTOPBIX UYBCTBUTEIbHOCTD COCTABJISIET HE
MmeHee 107 (T. e. BO3MOXKHOCTb OIpeNeIUTb ONHY OMYXONeBYyl0 KieTky Ha 10 000
HOPMaJIbHBIX) [54,55].

VpoBeHb yOeguTenbHOCTM pekomeHzaumuit - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).



KommeHTapum: He pekomendyemcsi ocyulecmsnsime moHumopuvz MOB memodom FISH u
MemooomM cmaHdapmHoz20 uumozeHemuueckozo ucciedosanus. Ilpu ouenke MOB y nayuenma
Heo0x00UMO NoJIb308AMbCST MONBLKO OOHUM U3 Memodo8 O/ NPUHSMuUs mepanesmuieckux
pewieHutl, npu 3momM MOHUMOPUHZ O0JIHEH OCYWecmsssimovcs C nhepevix OHell mepanuu U
8bINONIHAMbBCA 8 00HOLL 1abopamopuu. AHanu3 MOB evinonHsiemcs 8 obpasyax KM.

BpeMEHHbIe TOYKM MOHUTOPMHIA

B pasuvix KW kawouesvie mouku uccnedosavus MOB, onpedensiioujue npozHo3, U
CO0MEemcmeeHHo, U3MeHeHUue cmpamezuuu mepanuu, HeCcKoJIbKo omaudawomcs. B uenom
uccnedogsamenu OYEHUBAIOM OCMAMOUHYH) NONYAAUUI ONYX0ne6vlX KAemok 6 KOHue I1-U
UHOYKUUOHHOU (ha3wl (6-2 Hedens om Hauana mepanuu) u Ha 3mane KoHconudauyuu (12-16
Hedelb om Hauana mepanuu). IIpedcmasnsiemcs UenecooOpasHsiM UCNO0b308aAMb 8PEMEHHbBLE
mouku oyeHku MODb y nayueHmos 6 coomgemcmeuu ¢ UCnoub3yemviM NPOMoK0JI0M JieueHus U
MOJIbKO Npu YC108UU €20 a0eK8amHo20 8blnoJHeHUs (Hemeukas epynna — 10 u 16 Hedenb,
¢paHuysckas — 6 u 12 Hedenv (6-51 Hedenss 018 onpedeneHUss MAakKmMukKu JieueHusl),
Benukobpumanus — 10 u 15 nedens, Umanus — 10-16—-22 Hedenu (22-a Hedens 02151 onpedesieHus
Makmuku jieueHust)).

IIpu ucnoavs308aHuu npomoxoja poccutickoii uccnedosamensckoti epynnut «OJLUI-2009» o6pa3supt
KM ananusupyrom Ha 10-1i u 16-ii Hedesnie mepanuu.

PexomeHnpgauuy 1o MoHuTopuHry MOb

e PekoMeHayeTCA BCeM [MalMeHTaM II0CJAe  TPAHCIUIAHTAUUM  OCYIIeCTBJIeHMe
MOHMUTOpUHra TpaHckpunra pl90 mmm p210 mocpenctBom KonuuvectBeHHO IILP B
peaJbHOM BpeMeHM, KOTOpasli OO/DKHA KOMOMHMPOBATBHCSI CO CKPMHMHIOM Ha IpeaMeT
myTtauuii BCR-ABL noMeHa TUPO3UMHKMHA3 (MOJIEKY/ISIDHO-TEHETUYECKOoe MCC/IemoBaHmue
TOYEYHbIX MyTaiuii reHa BCR-ABL (XMMepHbIi1 reH, 06pa3oBaHHbBIN CAMUSHMEM 00JIacTy
KJlacTepa pa3pbiBOB Ha 22 XpoMOCOMe U TeHa TUPO3UH-KMHa3bl AbenbcoHa Ha 9
XpOMOCOME) MeTOLOM TIIPSIMOTO CEeKBEHMPOBAHMS) B (lydyae IIOLO3peHMs] Ha
pe3uCcTeHTHOCTb [53].

VpoBeHb yOeaAMTENbHOCTM pekoMeHmanuiti - C (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

e He pekomMeHAyeTCsl BBIMMOJHSITL MOHUTOpMHT MOB mipu Heco6miogeHUM ITPOTOKOJIOB.
Mounutopuar MOBb MMeeT 3HauyeHMe TOJILKO IIpU MpoBemeHuu agekBaTHOM XT corimacHo
BBIOpAHHOMY ITPOTOKOIY, MpPU COOMIOOEeHUM MPUHLMIIA <«JI03a — MHTEHCUBHOCTDY,
MHTEePBAJIOB U 3TANOB JieueHUs: [56].

VYpoBeHb yOeaMTEIbHOCTM pekoMeHzmanuii - C (YypoBeHb [OOCTOBEPHOCTU
JO0Ka3aTenbCTB —4).



e Orenka MOB y naimeHTOB MOXET OCYIIECTBISITbCSI Pa3HBIMM METOIAMU, HO 00s13aTeTbHO
pekomMeHayeTcs [54,55]:

e orpeeeHne JIeiiKo3crenu@nuIecknx MapKepoB, MalyeHT-CIenMOUIecKnX KIOHATbHBIX
repecTpoek, abeppaHTHOTO MMMYHOGMEHOTHITA 0 Havasia Teparmn;

* [IpOBeleHNEe MOHUTOPUHTA JMOO OOHUM U3 METOMOB, MO0 OMHOMOMEHTHO ABYMS (He
yepenys, He 3aMeHsIsI OOVH IPYTUM);

e BBITIOJIHEHME JICCIEOBaHMS B ONHON JiabopaTopuMy COTJIACHO PEeKOMEHIyeMbIM
CTaHAAPTU30BaHHBIM TIOX0O[AM B YETKME CPOKM, IMPeTyCMOTPEHHbIE IMPOTOKOIAMU TPU
UX aJIeKBaTHOM MCIIOJTHEHUNA.

VpoBeHb YyOegUTENBHOCTM pekoMeHzmammuit - C (YpOBeHb [dOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHWIO MEeTOAOB JIeUeHU

3.1. OcHoBHbIEe NpUHIUIIBI XUMHuoTepanumn OJIJI

IIpu nobom npuHyune xumuomepanesmuueckozo eosdeticmeus e seueHuu OJIVI cyuiecmeyem
HeCKOJIbKO OCHOBHbBIX 3Manos mepanuu — UHOYKYUS PeMUCCUU, KOHCOAUdauusi pemuccu,
noddepxcugarnuias mepanus u npoguiakmuka (neueHue) Hetiposnetikemuu.

ITepuod HauanbHO20 JIeUeHUsl, Uebl0 KOMOpP020 S6J1emcsi CyujeCmeeHHoe YMeHbUleHUe
onyxoznesoti maccel u docmuxceHue I1IP, Hazvieaemcs nepuodom uHAyKuuu pemuccuu. B mepanuu
OJUI ucnoaws3ytom 06e passl UHOyKuuu OaumensHocmol) 4 Hed Kawcoas, nepepvie Mencoy
KomopuiMu He npedycmMompeH. VImeHHO 6 smom nepuod Ha (POoHE NpPUMEHEHUs
uumocmamuueckux cpeocme Koauuecmeo Jelikemuueckux kaemok 6 KM ymeHvuiaemcs
npumepHo 8 100 pa3, m. e. 8 momeHm koHcmamauuu IIP 6 KM mopgonozuuecku onpedensiemcs
MeHee 5 % onyxonesbix Kiemok. Ilpu ucnons308aHuu UMnynasCcHoz20 nooxoda (npozpammol Hyper-
CVAD) amanom undykyuu cuumaromcs 08a kypca — coocmeeHHo 2-HedenwvHblli Kypc Hyper-CVAD
u caedyrouwuti 3a HUM nocjie nepepuviéa Kypc 8blCOKOJ03HO20 yumapabuHa™* u memompexkcama ™™,
B 6onvwiuncmae cnyuaes IIP docmuzaemcs yxce nocae 1-ii ¢passt uHdykyuu (unu nocne 1-20 Kypca
Hyper-CVAD), u auwbe y uacmu nayueHmos (10-30 %) — nocne 2-ii ¢pa3vl uHoykyuu (uau 2-20
Kypca 8b1COK0003H020 yumapabuHa ** u memompekcama™*) [57-61].

Bmopoim  amanom mepanuu  OJI aeénsemcsi  KOHcoaudauus pemuccuu  (3akpenyieHue
00CMuUzHYymo20 npomueoonyxoneso2o agexma). B Hacmosuwee epems 8 60bWUHCMEBE CIYyUAES
KOHcoudauus s815emcsi Haubosiee azpeccusHuiM U 8blCOKO003HbIM 3Imanom 8 JeueHuu OJIJI.
3adaueti 3mozo nepuoda 6]51emcsi N0 B03MOMCHOCMU eule 0o0blee YMeEHblUEeHUEe YUCILA
ocmarowuxcst nocie UHOyKyuu aetikemuueckux kiemoxk. Yawe ecezo npedycmompeHst 1-2 makux
Kypca, 3amem, neped no0OepxusarnwuMm JieueHuem, Mozym UCNONb308ambCsl NpPo2PamMol
peuHoykyuu  (bonee  OnumenvHwvle, aHanozuuvie MT). B npomokone  poccutickoti
uccnedosamesnsCkoll 2pynnsl nepuoodomM KOHCOMUOAyuu HA368aHbl NSAMb  NPOOOIHUMENbHBLX
nocnedosamenvHulx (3—4-HedenvHblx) amand, Mexoy Komopsimu He npedycCMompeHsl nepepulesl
(1), HO U3MeHsIemcs b Habop IeKapCMBeHHbIX NPenapamos, UCNob3yemblx 8 OaHHbIL nepuoo,
u Moouguuyupyromcst 003uposku psada yumocmamuueckux cpedcma. Cnedyem noduepkHyma, umo
803MOMCHA pomayust NpedyCMOMPEHHbIX NPOMOKONIOM 3Manoe KoHcoaudayuu, 8 3asucumocmu
0m YumoneHu4ecKko20 CUHOPOMa U 8apuaHimos ocnoxcHeHuti [57-61].

Ilocne 3asepuwieHus amana KoHcoaudauuu caedyem nepuod nodoepicusarnuiezo aeueHusl, m. e.
NpooosHeHUe YUumocmamuueckozo 8030eticmeust 8 MeHvlux 003ax, uem 8 nepuod UuHOyKuuu
pemuccuu, Ha 603MOMCHO ocmarujutics onyxoneswlli KJ1oH [57-61].



B Hacmosuwee 8pemsi 6a3ucom e8celi npoezpammuoii mepanuu OJIJ saensemcs
Jdugeperuuposarroe 8o3deticmaue: 1) ona ummyHonozuuecku 3penvix B-OJUI doka3aua
a(pexmusHOCMb MOWHO20 UMNYILCHOZ0 KOPOMKO020 8030elicmeust 8 couemanuu ¢ aHmu-CDZ20-
MOHOKJIOHANbHbIMU aHmumenamu (90 % 5-nemuss BPB) [62]; 2) oas Ph-no3umusenwvix OJII
KauesviM (akmopom IppekmusHocmu A615emcs  UCNoNb308aHue UH2ubumopos abl-
mupo3uHkuHasel (80 % 3-nemmusas ewiwcusaemocms) [53]; 3) dna nayueHmos, y KOmMopwlx
onpedesnsiemcsi nepcucmeHyust MUHUMAILHOL 0CMAMOUHOU NONYASYUU ONyx0J1e8blX KAemok, —
anno-TI'CK [56,63].

IIpuHyunuanibHo HeobXo0uMo 8vldesims mpu Kiawuessle, mpedyrujue pasHozo JeueHusl 2pynnol
O/UI: 1) B-3penvie OJUI; 2) Ph-nosumusHsie OJIJI; 3) Ph-HezamueHoie OJIJ1
[1,2,4,5,53,56,62,63].

e Pexromenpayetcst aji1 mMmmyHonornuecku B-3penoro Bapuanta OJIJI (BepkutT-yieiiko3sa/
nuM¢OoMbl)  MCIIONIb30BaTh MHTEHCUMBHOE MMITYyJAbCHOe (6JI0KOBOE€) BO31eiiCTBHME
xyumuomnpenaparamu (o nporpamme JIb-M-04 u T. f. cm. npuiioskeHue A3.1) B coueTaHun
¢ auTu-CD20-MOHOK/IOHATbHBIMU aHTUTEaMU (PUTYKCUMaOOM™**) [64].

VpoBeHb yOeauTeNbHOCTM pekomeHzammiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KomMeHTapum: 006/1UHO NOC/IE 8bINOJIHEHUSI 4—6 0JI0KO8 nayueHmol CHUMAMCS ¢ mepanuu,
UM He nposodumcsi noddepicusarouiee jgeueHue, OHU He HYH#OAmMcsl 8 8bINOJIHEHUU aymo- uiu
anno-TI'CK.

e PekxomeHpayercsa 1pu Ph-mosutuBHbix OJIJI wucronb3oBanme WTK, HaumHast ¢
MMaTUHMOA™* B 1-11 MuHMM, C HaJbHelIIein MmoguduIMeil TapreTHOro BO3OEeiCTBUSI Ha
OCHOBaHUY MOHUTOPUHIA MUHUMAJIILHOM OCTATOYHON IOMYJISLUU OITYXOJEBbIX KJIETOK U
Ha/IMuMsI MyTaluii KuHasHoro fomeHa BCR-ABL [65,66]

VYpoBeHb yOeaMTENbHOCTM pekoMeHmanuii - C  (YypoBeHb [JOCTOBEPHOCTU
J0Ka3aTe/labCTB — 4).

KoMmmenTapum: smo e6o3deticmaue 00/xHO Obimb nocmosiHHeiM. Ob6sem XT npu Ph-
nosumueHelx OJIJI 0do cux nop ocmaemcs npeomemom Ouckyccuti. Mcnons3ytom Kak
MUHUMG@JIbHOE Uumocmamuueckoe 8o3deticmeue (nub60 00HU  2/1II0OKOKOPMUKOObl, JU6O
2JIIOKOKOPMUKOUObL 8 COUEMAHUU C BUHKPUCMUHOM **), mak u 6oJiee UHMeHCUBHOe (KaaccuuecKue
xumuomepanesmuueckue npomoxonst seuerus: OJUI, 861COK0003HblE UMNYTIbCHBIE NPOMOKOJIbL).

e PekomeHpayeTcs B Tepanuy Ph-HeratuBHbix OJIJI B3pOC/bIX MaliMeHTOB UCIIOAb30BaTh B
OCHOBHOM [1Ba IIPMHIIUIIA XUMMOTEPANeBTUYECKOTO BO3OENCTBUSI: 1) MMIIYJIbCHOE,
BBICOKOZIO3HOE C MOWIEAYIOIElV MOCTOSHHONM TOAAepKMBAIoIeil Tepamnyeii (mporpamma
Hyper-CVAD); 2) 6onee TpaaulMoHHOe (CTaHAApTHOe) — 8—9-HemenbHasi HeIpepbIBHAS
VHAYKLIMS C TOCAeIyIOUMMM HeOJHOKPATHBIMM BbICOKOAO3HBIMU MUEI0a0NSITUBHBIMU



KypcaMu U B TOCIEAYIOIIeM — MOAJEePKUBAIOIIMM jieueHreM (CM. mpuaokeHue A3.1)
[57,67].

VpoBeHb YyOegUTENBHOCTM pekoMeHzmammit - C (YpOBeHb [dOCTOBEPHOCTU
JOKa3aTe/labCTB — 4).

KoMMeHTapum: pe3yismamosl KpynHeuwux uccnedosamensckux 2pynn no JjeueHuio Ph-
HezamugHblx OJIJI y 83pociblx, 8 3asucumocmu Om NPUHYUNa XumMuomepaneemuueckozo
gosdeticmeus, ompaxceHol 6 npunoxeHuu A3.2. Cymmupys OdaHHble mabauybl, MOMCHO
ommemumao, YmMo 8 yesomM 5-1emuss obwas svixusaemocms (danee — OB) 83pociblx nAyueHmos
¢ OJII, sapvupys 8 3asucumocmu Oom 2pynnel pucka u eo3pacma, cocmasnsiem 45-55 %.
Pesynomamsl poccuiickozo uccnedogaHust adbCoNOMHO CONOCMAsuMyl U Odxe Npesvlulam
OaHHble 3apybexcHblx ucciedosanuti, Hecmomps Ha manyio donto anno-TICK [67].

e PekomeHpayercsa maiyeHTam ¢ OJIJI, ocO6eHHO OTHOCSIIIMMCS K TpPyIamM BbICOKOTO
pyucKa, OGHUM M3 3TamnoB JieueHus1 BbIMOAHATh TT'CK 1Mb60 ayTo/MOrMuHbIX (gaaee — ayTo-
TT'CK), n160 a/yyoreHHbIX (OT POACTBEHHOTO WM HepoacTBeHHOro HLA-coBMecTMMOTro
noHopa — a/uo-TT'CK) ans moctmkeHus TepaneBTudeckoro a¢gdekra [1,2,4,5].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

KommenTapumn: 8 Poccuu aymo-TI'CK paccmampusaemcss Kak hNo30HSSL 8bICOKOOO3HAs
KoHconuodayus uauje ecezo 8 seueHuu T-kaemouHwvix OJI. B 3apybexcHblx UCCE008AHUSAX AYMO-
TICK pexomeHOyemcs y nayueHmos 8 MonexkyasapHot pemuccuu Ph-nosumugHozo OJI/I. Anno-
TICK sensemcs obs3amenvHbiM 3manom mepanuu nayueHmos ¢ OJII u3 zpynnsl 8bICOK020
pucka, u ee 3¢pekmusHocme C8513aHA C POPMUPOBAHUEM NOCMOSIHHO20 UMMYHOJI02UHECK020
KOHMPOJSL 3a 0CMABWIUMCSL NOCTe YUmocmamuueckozo 6030elicmeus 0nyxoneeviM KAO0HOM
(peakyuu «mpaHcnaaHmam npomue x03s1UHa»).

e PekomeHayeTcsi BCeM Tal[MieHTaM BbBINOJHATh HOPOMUIAKTUKY WIKU, TIpU
HeOoOXOIMMOCTH, JieueHue Heliponeiikemuu [40].

VpoBeHb YyOeOUTEILHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

KoMMeHTapumu: amom sman pacnpedensiemcss Ha 8ce nepuodvl NPOZPAMMHO20 JIeUeHUsl —
UHOYKYUK pemuccuu, KoHconaudayuio u noddepxcusaioujee yeueHue. OObIUHO NPOPUAAKMUKY
Heliponetikemuu (0CHOBHOU nepuod - 5-6 uHMpameKkaibHbvlx 88edeHUli npenapamos)
ocywecmensiiom 6 nepuod HT, 3amem 6 meueHue 6cex 3mManos8 KoHcoaudauuu u
noddepxcusaiouleti mepanuu 8vINOJHAIMCA NPoGuIaKmuyeckue NyHKUUU ¢ pasHot 4acmomoii
Ha pasHelx amanax (8 cpedHem UUCIO NPOGPUIAKMUUECKUX JHOMOANbHbIX NYHKYUL OO0JIHCHO
cocmename 15-20). JleueHue HetipoaietikemMuu 0Cyulecmsisiiom no uHslM npuHyunam. CHauana
nposoodsim uHmpameKkaivHsle 86e0eHUsl yumocmamuueckux npenapamos ¢ uacmomoii 1 pa3 e 2—
3 0Ha do Hopmanu3ayuu noxazameneti yepedpPOCNUHANBLHOL HUOKOCMU U NOJTYYEHUSI MUHUMYM 3



HOPMA/bHBIX  Pe3ybmamos avaau3a Jaukeopda. 3amem NyHKYuu 8 meueHue noJyzooa
npogodsimcss ¢ uacmomoti 1 pa3 8 2-3 Hedeau ¢ nocaedyouwjumM nepexooom Ha
npoguaakmuueckuti pexcum 8gedeHus. B bonvuiurcmee cnyuaes obnyueHue 207108bl 8 dose 2400
pao He mpebyemcs. Dmom nodxo0 Moxcem 0blmb UCNO0Ib308aH JUUWDb Y MeX NAUUEHMO08, Y K020
gcnedcmeue  pasiuuHbIX NPUduUH  (@aHamomudeckue  0COOeHHOCmuU, KpaliHe — msxcenas
nepeHoCcuUMoCcmy CNUHHOMO32080li NYHKYUU) npouiakmuxka Hetipoaetikemuu ¢ NoMOWbH0
UHMpameKkaabHvlX 868edeHUll UUMOCmamuyeckux npenapamos 8bINoJHeHA Oblmb He MOoxcem.
Taxxe 8onpoc 0 npumeHeHuu 00JyUeHUs 2071086l NOOHUMAEMCS Npu peppakmepHoM medeHuu
HelipoJielikemMuu (omcymcmeue nojiHoz0 omeema uepe3 5—6 agedetuli npenapamos).

3.2. [Iporauoctuyeckue pakTopsnl 3PHEeKTUBHOCTH TeUeHUS

e PekomMeHAyeTcs MpPUMeHSITb (AKTOPbl puUcKa C I1ebl0 OLIEHKM TPYMIlbl pucka u
ornpepesieHMs IIOKa3aHUIM K WUCHOAb30BaHMIO B mnepuoxn mnepsoin IIP ammo-TICK B
COOTBETCTBUM C KOHKPETHBIM ITPOTOKOIOM JiedeHus [1,2,4,5].

VpoBeHb yOeguTenbHOCTM pekomeHzammiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KoMMmeHTapum: nonoxceHue o npozHocmuueckux ¢paxkmopax npu OJI 803HUKIO C NOsi8/IeHUEM
adeksamuoti XT, max Kak mMOJbKO UCNONb308aHUE CMAHOAPMHBIX NPOZPAMM N0380J5em
gvldelums  NAayueHmos ¢  ONpeoeNeHHuvIMU  KJAUHUYECKUMU,  MOp@oio2uiecKumu,
UMMYHO(eHoOmunu4ueckumu, uumozeHemuueckumu, MOJIEKYIIPHO-2eHemu4ecKuMu
xapakmepucmukamu 3ab0je8aHusl, y Komopuix yoaemcs unau He yoaemcs 0o6umscs 3¢pexkma.
[lemanvHoe u3yueHue NPUUUH Heycnexa Npu UCNONBL308AHUU CMAHOAPMHBIX NPOMOKOJI08
npueodum K (opMupo8aHurd 2pynn pucka U, CO0MeemcmeeHHo, CO030aHUK HOBbIX
JugpeperuuposaHHvix N00X0008 K JieueHuw 3mux nayueHmos. Cnedyem noduepkHyms, umo
Hanuuue y nayueHma paxmopa He61azonpusimHozo NpozHo3d HU 8 KoeMm C/yude He Moxcem
Oblmb OCHOBaHUeM O nepexoda K naaiuamueHoli mepanuu. Bce ¢akmopsl npozHo3a
UCNOMB3YIOM U UCCEAYIOM MOJIbKO 8 KOHMEKCMeE 803MOMCHOCMU MAK020 U3MEHeHUs mepanuu,
KOmopoe noswIcuio 0bl ee I(hhekmusHOCMyb y Makux NayueHmos.

B meueHue xak MuHumym 08yx decssmusiemuti ons 83pocivix nayueHmos OJII mak Ha3vli8aemble
(akmopul pucka, accoyuuposaHHvie ¢ I(PHeKmueHOCMul0 JieueHuUs, 0CMawmcs HeusMeHHbIMU.
Hcknrouernue cocmasnsitom Ph-nosumusHsie OJIJI u B-OJIJI co 3pensim UMMYHO(EHOMUNOM,
Komopole OblIU 8bldesIeHbl 8 CO8ePUIeHHO O0mOoesibHble 2pynnesl, Hy#cdawuwuecs 6 0co60M
mepanesmuueckom go3deticmeuu (MTK u 610xk08as UMMYHOXUMUOMEPANUsl COOMBEMCMBEHHO),
U NPO2HO3 NpU KOMOPbLX 8C1€0CMBUEe IM020 USMEHUCS CYUeCMB8eHHbIM 00pa30M.

IIpu Ph-nezamusneix OJIJI, HecmMomps HA uHmMeHcUugukauuro mepanuu, 8bINOJIHEHUE
3HauumenvHozo uucaa anno-TICK Ha pasHbsix NpOMOKOAAX pa3HbIX UCCe008amensCKux 2pynn,
onpedeneHHble KAUHUKO-1a00pamopHsle napamempst Npoooaxcarom onpedeasms NpPozHO3
3abo/ie8aHus, maxk e KAk U HeCKoJIbKo 0decamkosd Jiem Ha3al. [Ina Ph-HezamueHwvix B-



knemouHnolx OJUI pakmopamu pucka 007bWUHCMBOM ucciedosameneli npusHaromcs: 0Oonee
cmapuiuii o3pacm (30 nem u 60see), UHUYUATBHBL Setikoyumo3 (30 x 10°/n u Gonee), panHuil
¢eromun (pauuuti npe-B unu BI no xaaccuguxkauuu EGIL), yeenuuerue nokaszamens JIAI' 6 2
pasa u 6onee, no3oHee (bosnee uem Ha 35-1i deHwv) docmudcerue IIP, ooHapyxceHue t(4;11). /lna T-
knemourwvix OJIJI — parHue u 3pensiii ummyHopeHomunst (TI/II u TIV no knaccupuxkayuu EGIL),
uHUyuaneHsLll netikoyumos (100 x 10°/n u 6Gonee), nosdHee docmudicenue ITP. ITomumo 3mozo,
nocnedHue decsims Jiem KawuesviM (akmopom npozHoda ons ecex OJI/I cman nokasamenv,
oyenusarowuii MOB: npu ee o6HapyxceHuu ¢ uyscmeumensHocmoto memoda 10~* 6 meuenue 6
mecsues JieueHus npozHo3 onpedensemcs kak HezamugHslil. Ilayuenmam ¢ OJII onpedeneHue
2pynnosl pucka, no Komopoti onpeodesisiemcs: mepanesmuueckas makmuka, 00JIHCHO 8bINOJIHSIMbCA
MOJILKO 8 pamkax moz20 NpOmoKoJd, KOMopwlli Ucnoiv3yemcsi y KOHKPemHo20 hauueHma
[1,2,4,5,12].

Heob6xo0umo cuumams He8biNOJHEHUEe NPOMOKOAd mepanuu, HepeziameHmMuposaHHoe
CHUXMceHUe 003 npenapamos, OlumenbHble UHMepsaisl 0e3 JeueHus, He npedycMOmpeHHble
NPOMOKOJIOM, 2pYObIMU HAPYUWIEHUSMU XUMUOMeEpanesmu4eckozo Npomokosd, U OyeHusams
makux nayueHmos Kak nayueHmos ¢ KpatiHe HeOnazonpusimHsiMu ucxodamu mepanuu [1,2].

3.3. [IporHocTnueckas sHauumoctr MOb

HzsecmHo, umo nepcucmupogaHue MOBE nocne HT/koHconudauuoHHoUi  mepanuu
accoyuupyemcsi ¢ Heb1azonpusiMHsIM NPOZHO30M U 8bICOKOU uacmomoti peyuousos, HeCMompsi
Ha npodonxcerue XT, u npu Ph-no3umusHsix u Ph-nezamusHsix OJUI [56,68—-73].

Taxxce xpaiiHe HeONAZONPUSIMHBIM (akmopom N6semcst MoJeKyAspHblll peyudus. MeduaHa
gpemeHu om demekuuu MOB 6 KM 0o passumusi 2emamosiozuieckozo pa3gepHymoz20 peuuousa
cocmasesisiem 0Kojo 2—4 mecsyes.

e PekomeHpayeTcsl JiedeHue MojsekyaspHoro penuauBa Ph+ OJUI m Ph- OJIJI B
COOTBETCTBUM CO CTaHAAPTaMM, pa3pabOTaHHBIMM [IJISI pa3BePHYTOr0 MOP(HOI0rMIECKOro
peuuanuBa, Kak MuHMMyMm nipu OJUI y B3pocnbix [1,2,4,5].

VYpoBeHb yOeouUTEIBHOCTM peromeHgauuii - C (YpOBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

KoMmmenTapwii: npu monexkynsapHom peuuduse Ph+ OJIJI Heobxodumo evinonHums cmeny UTK,
PEKOMEHO08AHO npu 3mom ucciedosavue mymayuoHHozo cmamyca BCR-ABL z2eHa c¢ uesnvio
HasHaueHus 3pgpekmusrozo UTK. Kpome mozo, u npu Ph-, u npu Ph+ OJIJI noka3aHa 8vlcoKas
axmusHocms npumeHeHus 6auHamymomaoda™* [74], 8 mom uucne c¢ ekawueHuem UTK, npu
MoJieKyspHoMm peyuduse unu nepcucmeryuu MPB. Hanuuue MONEKYASIPHO20 peuuousa Moxem
A6/11MbCsl Kpumepuem  eékaoueHust 6 KW no ucnoiv308aHui0  3KCNEpUMeEHMAlbHbIX
JleKapCmeeHHbIX cpedcms.



dakmopom HezamueH020 NPO2HO3a 8 njiaHe 6e3peyudusHozo meueHus 3a001e8aHUsl S6151emcs
ob6Hapyxcerue MOB kak do, mak u nocie TICK. BepossmHocmb pa3sumus peyuousa 0ocmosepHo
gvllle y nayueHmos, y komopuix onpedensiemcst MOB.

3.4. JleueHue nanueHToB ¢ Ph- OJIJ/I

Bb16op nmporpammel UT y narnmeHTOB B BO3pacTe 10 55 et

PasnuuHbsie uccnedosamenvckue 2pynnsl NPUMEHSIIOM pa3iudHble cxeMbvl mepanuu (NPuioxeHue
A3.1), edunozo npomoxkona mepanuu OJIJI He cywecmeyem. OOwuii npuHuun mepanuu
npedcmasnsem co0oli vinonHeHue npeddasvl, UHOYKUUU peMUCCUU, KOHCOAUdauUu pemMuccu,
noddepxcusarowjeti mepanuul.

e PekomeHpayeTrcsi IaiyeHTaM ¢ Ph-neratuBHbiM OJIJI B Bo3pacTe Mojoxe 55 et
BBITIOJIHATH Tepanuto no rnpotokony OJIJI-2009 (cm. npunoxenne A3.1) [67].

VpoBeHb yOegUTENbHOCTM pekoMeHzauuii - C (YpoBeHb JOCTOBEpPHOCTU
JOKa3aTeabCTB — 4).

e PekoMeHAyeTCSI B KaueCTBe aJbTepPHATUBBI [JIsI MOJIObIX IAllMeHTOB B Bo3pacTe a0 30
JIeT TIPOTOKOJI POCCUICKON TeauaTpuueckoin rpymmbl no JjgeuyeHuto OJJT — MB-2008 (cm.
npunoxkenue A3.1) [75].

VYpoBeHb YOeOAUTEIBLHOCTM peKoMeHJauuit - B (YypoBeHb [OCTOBEpPHOCTU
JOKa3aTeJabCTB — 3).

e PekoMeHayeTcsi B KayeCTBe ajbTepHaTuBbl MpoTokonay OJUJI-2009 mnpumeHeHue
nporpamm JieueHust Hemenkux (GMALL), ¢panuy3ckux (GRAAL) u amepuxkaHckux (MD
Anderson CRC) ucciegoBaresneit (MporpamMmbl Tepanuy MpuBeaeHbl B MpuiokeHnn A3.1)
[76-T79].

VpoBeHb YyOeaAUTENbHOCTM pekoMeHmanuit - C  (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

e PekoMeHAyeTCS MCIO0/b30BaTh (haKTOpPhbl pHUCKa, OIpedessiolle CTpaTeruio Tepanuu
OJIJI, B 3aBMCUMMOCTM OT KOHKPETHOTO BBIOPAaHHOI'O BPauoOM IIPOTOKOJIA JeueHUsT (CM.
pasnen 3.2 «[IporHoctuyecke GpakTopbl 3PPeKTUBHOCTY JeueHus») [1,2].

VYpoBeHb YyOeOUTEILHOCTM perkomeHgaumuit - C (YpoBeHb [IOCTOBEPHOCTU
JIOKa3aTeabCTB — 5).

KoMMeHTapum: He3asucumo om 8sl0paHH020 npomokoaia mepanuu nayueHmos ¢ OJUI c
t(9;22), t(4;11) He06X00UMO OMHOCUMb K 2pyNnne oueHdb 8bICOK020 PUCKA U Y 8CEX C CAMO20 HAUAId
paccmampueams 803MOMCHOCMb 8bin0JIHEeHUS alio-TICK.



e PekoMeHAyeTCs IIpU IpyObIX HAPYIIEHMSX JIOOOTO IIPOTOKO/IA ITIePeBOAUTD Mal[MeHTOB B
TPYIIITy OYeHb BBICOKOTO PUCKA M IPUHMMATH pellleHMe O BO3MOXHOCTM BBIIIOJHEHMUS
amno-TICK (cm. pasmen 3.2 «IIporHoctuueckue (GaxTopbl 3PAEKTUBHOCTU JIeUEeHUSI»)
[1,2].

VpoBeHb yOeOUTEIBHOCTM pekomeHgaumuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJlbCTB — 5).

Ilpendasa

IIpedgasy Heobxo00uMO HauuHame Cpasy nocjie mozo, Kak 8ce dudzHocmuueckue meponpusmust
0ydym 3asepuieHbi.

e PekomMeHAyeTcsl BceM IIaliMeHTaM C Bepu@UIMPOBAHHBIM [AMArHo30M HauMHATh

npendasy nNpegHN30I0HOM ™™ C LIe/IbI0 UUTOPELYKLIMM U ONpesesleH s UyBCTBUTEIbHOCTU
K [pegHmn30710HYy** [80].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [AOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

KoMMeHTapum: mMoHomepanus 2ai0KOKOpmMuKocmepouoamu s6asemcsi 0CH08olU npedgassl —
uHuuuanvHoti mepanuu OJIJI.  InumenvsHocms  npegasst cocmaensem 7  OHell, U
HenocpeocmeeHHo nocie Hee caedyem uHdykyuovHas ¢asza 1. Ilpedpasa no3sonsem
cmabunu3uposams cOCMosiHUe NAyueHmos, Komopsle NOCMynarm 8 omaoesneHue 2emMamosiozul ¢
MSHENbIMU  UH(EKYUOHHBIMU — OCTIOMCHEHUSIMU, MemabonuueckuMu HAapyweHusmu u/uiu
Cepve3HbIMU  KpPOBOMeEUeHUIMU (aHMubUoOmukamu u npomusozpubko8siMuU cpedcmeamul,
Mpauc@y3uoHHoli mepanuetl, 3amecmumenbHOl mepanueti, Gakmopamu Cc8epmvl8aHusl,
ALI0NYPUHOIOM **/pa3dypuka3oti™*), u Hauame 1-10 Ga3y uHdykuuu 06e3 3adepicku uau ¢
MUHUMANbHBIMU ~ OMKJIOHEHUsIMU. Bo  epems  @vinosnHeHust npedgasst  ocyujecmensemcs
uumozeHemuueckass duazHocmuka, umo no3eoJisiem evldenums nauueHmos ¢ Ph-no3umusHsim
O/ u 6e3omnazamenvHO Hauames um nepeyil (Gaszy UHOYKYUU Nno MeHee MOKCUUHOMY
npomokony ons Ph+ OJIL. Ecmb Hebonvuias dons 83pocasix nayueHmos ¢ OJII, y Komopsix
pezucmpupyemcst 04eHb 8bICOKASL UY8CMBUMENILHOCMb 0ONYX0J1E8bIX KNEMOK K NPEOHU300HY ™, u
nonuvas pemuccus (danee - IIP) moxcem Obimb docmuzHyma nocie 7 OHell MoHOmMepanuu
2/1t0Kokopmukoudamu. Hecmompss Ha mo, umo 8 pside npomokosos npedgasa He s6/semcs
00s13amenibHbIM KOMNOHeHmMoM, Hanpumep, 8 npozpamme MDACRC (Hyper-CVAD), poccutickue
IKCnepmol noJazaiwm, Uumo 8sinoiHeHue npeddassl KpatiHe 1enecoo0pasHo.

Nupyruus peMmuccun

e PexomeHAayeTcst BCeM MalyieHTaM CTPOrO BBINOIHATb MHOYKIMOHHBIA KypC Tepanuu
COIJIaCHO BbIOpaHHOMY MPOTOKOMY JeueHus: Ph-neratusHbix OJIJI [1,2].

VpoBeHb yOegUTENBHOCTM perkoMeHpaumuii - C (ypoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).



KommenTapun: [ ¢asza undykyuu siesemcs Haubosiee KpUumuuHoll, ee npoooaxumenbHoCmo
cocmasnsem 4 Hedenu (uau 2 Hedeau 6 npomokone Hyper-CVAD). HmenHO 80 8pems
8bIN0JIHEHUSL Imozo amana HT pezucmpupyemcsi camoe 00JbliOe UUCAO0 OCA0MCHEHUL, Kakx
MOKCUUeCKux, maxk u UH@peKyuoHHwvlX, C 0HUOAeMOll uacmomoti paHHux JemanbHblX UCX0008
npubausumenvHo 25 %. B poccutickom mHozoyeHmposom KU, exkarouusuiem uHgopmauuio no 300
navuuerumam c¢ OJII 8 so3pacme om 15 do 55 nem, nokazamens pauHeti 1emaibHOCMU COCMABUJ
9 %.

B amom nepuod Heob6xo0umMo 8bIN0JIHIMb 8eCb 00BeM CONpo8oOUMeNbHOU mepanuu, 8KIUds
MOHUMOPUHZ U KOPPEeKYUw Nad3MeHH020 2emMoCcmasd, mpomooyumoneHuu, aHemuu, jgeyeHue
UH(EKUUOHHBIX OCTIONCHEHUL, MemaboiuuecKux HapyuleHuti (caxapHozo duabema), NCUXuueckux
paccmpoticma, He8po102UYecKoli CUMNMOMAMuUKU, 0CMPbIX 2enamuimos, NaHkpeamumos u m. 0.
B cnyuae pazsumusi KpatiHe MAXENbIX OCOMCHEHUT u/unu 2i1y60Koll uumoneHuu (etikoyumos
meHee 500 xn 6 MmKn) uumocmamuueckas mepanus OJonxcHa Obimb hpepsaHa (Kpome
NpeoHU30/10Ha™**) u 80300H0B/EHA C MOMEHMA OCMAHOBKU NpuU KOPPeKUUuu OCI0MCHEHUl U
80CCMAaHo081eHUU nokasamereti Kposu.

Bce npoepammul JiedeHUs BKAUAOM BUHKPUCMUH *¥ nNpeoHU30J0H™™ u auHmpauuxkauHbl
(OayHopyOuyuH **).

I[IpumeHeHue mMO020 UAU UHO20 2JIIOKOKOPMUKOCMEPOUOH020 20PpMOHA (NpeodHU30J10H **,
MemuinpeodHu3ooH ™, dekcamemasoH™*) onpedensiemcs 6vIOPAHHBIM NPOMOKOJIOM JleueHusl.
IIpedHu3010H™** uHo20a 3ameHsl0OM HA O0eKcamemasoH™™ nocne OueHKu uy8cmeumeibHOCMuU K
HeMmy, NOCKOJIbKY OdekcamemasoH™* obnadaem 0oyiee BblPpAMEHHBIM UYUMOCMAMUYECKUM
a¢ppexmom u nponuxaem e LIHC. B poccuiickom npomoxkone «OJIJI-2009» npedHu3o0.10H**
3aMeHSII0m Ha dekcamemasoH ™™ npu KoHcmamayuu UHUYUAIbHOU HeliponetikeMuu uau Ha 7-1
OeHb, eciu npoyeHm baacmHuix knemok 8 KM nocie npedga3sst paseH unu npesviiiaem 25 %.
[lexcamema3soH™* 6oniee mokcuueH u mpedyem muamenbHO20 MOHUMOPUPOBAHUSL C UENbH0
CHUMCEHUSl PUCKA cepbe3Hblx UH@ekyuti. Ymo kacaemcs aHmMpayukauHos, mo onMmuMalbHbIM
npenapamom MOXHO cuumamos dayHopyouuuH™* Cnocob ux esedeHusi Moxcem omauuamscs (3
oHs nodpsd, 1 pa3 6 Hedenw, 2 pasa uepe3 2 Hedenu), HO IMOM napamemp He 0KaA3bvleéaem
8/UsIHUA Ha uacmomy docmuceHus IIP u ux npodonxcumenbHOCMs.

Yacmo 6 I ¢asze uHOyKyuu npumeHsawm dacnapdazuHaszy™*, komopas 6 OJajvHeliuem Moxcem
UCNONB308aMbCsl U HA npomsieHuu eceli npozpammol eueHus OJIJL Tlonazaiom, umo 3amom
npenapam yeeauuusaem npodonxcumensHocms IIP (HO He 8eposimHOCMb ee O00CMUMCEHUS).
O0Hako paMHsAss omMmeHa AchapazuHassl™* eciedcmeue pa3eumusi MOKCUUECKUX peakyuli He
oKaswlgaem 6JUSHUS HA 00N20CPOUHble pe3y/ibmamsl, 8 MO 8pemMs KaK HapyuleHus
KOazynauuoHHo20 2emMocmasa ommeuaromcsi uacmo (6onee uem y 60 %) u mpebyrom
MOHUMOPUH2a KOAZYJIAYUOHHBIX hadpamempos, a npu HeoOXooumocmu — 3ameujeHust

anmumpomo6ura III u/unu pubpurozena.

B nepuod I ¢pasvt T 0onxHo 6bimb 86INOJIHEHO 5 TIOMOANBHBIX NYHKUYULL C NpoGuIakmuueckum
gsedeHuUeM mpex npenapamos (Memompexkcam™*, yumapabuH **, dekcamemasou **).



II paza undykuuu cocmasnsiem no oaumenbHocmu 3—4 Hedenu 8 60NbUIUHCIMBE NPOMOKOJI08 U
npedycmampueaem ucnoJib308aHue yuxkaopochamuda™*, cmandapmusix 003 yumapabuHa™* u
mepkanmonypuHa™*. Ha 3mom amane makice 8bIN0JHAOM CNUHHOMO03208bl€ NYHKUUU.

B npomoxone Hyper-CVAD 2-iti aman HT npedcmasnsiem co00li 8bICOKOOO3HbI KYpC C
gKI0UeHUeM yumapabuHna™* u memompekcama™**.

HedocmuceHue IIP nocne amoti ¢passl UHOYKUUU pacyeHusaemcs Kaxk peppakmepHocms, u
navyueHmMol nepesoodsimcss Ha npozpammol JeueHus peppaxkmepHoix Gopm OJUI, Komopsle
CywjeCmeeHHo Oomauuarnmecs, 6 3adsucumocmu om UMMYHOQEHOMuUNu4ecko20 eapuaHma.
IIpomoxonst XT npusedeHsl 8 npuioxceHuu A3. 1.

e PekoMeHAyeTCS BceM IaimyeHaMm C 15-ro mHS oT Hayaja JjedeHus Ha Bce Bpems XT
BBINIOJIHSITh ~ MPOMUIAKTUKY  ITHEBMOIIMCTHOM  ITHEBMOHMU  #KO-TPUMOKCA30/I0M
[cynbdameTokcaszont+Tpumeronpum]** (480 mr 1 pa3 B feHb exxeqHeBHO) [1,2].

VYpoBeHb yOeaMTENbHOCTM pekoMeHmanuii - C (YypoBeHb [JOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

Konconuganusa

e PeromMmeHpayeTcsl BceM IalueHTam, gocTurmium IIP mocie 3aBepiieHus] MHAYKIIMOHHOTO
aTara, BBIMIOJHUTD 3Tall KOHCOMUAMPYIOLIETOo JIeYeHUsI CTPOro M0 TOMY Ke IIPOTOKOITY, I10
KOTOpOMY IpoBoAMIach MHAyKuus [1,2,4,5].

VpoBeHb yOeguTeNbHOCTM pekomeHzammuit - C (YypoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KomMMmeHTapum: mepanusi, Komopyrw nhpogodsm nocne docmuxceHus IIP — koHconudauus, 8
pPA3HbIX NPOMOKONAX JiedeHUss CYwecmeeHHO omauuaemcsi No c8oelli UHMEeHCUBHOCMU.
Bbonvuiurcmeo esponetickux uccnedo8amebCkKux 2pynn NPUMeHsIlom 8b6ICOK0003Hble NPOMOKObl
C BKJIIOUEHUEM HEeCKOJIbKUX KYpCco8 uumapabuHa™* u memompekcama™* 6 8vlcOKUx 003ax,
obnadanuux 3HaUUMbIM MUETOCYNPECCUBHBIM 3P OEKMOM U CONPOBOHOAUUXC OIUMENbHbIMU
nepuodamu Mueji0omoKcu4eckozo azpayioyumosa u nepuodamu 6e3 neueHus. Illupoko
ucnonv3yemolii amepukavckuii npomokon Hyper-CVAD smanom KoHconudauuu Hasvieaem 4
nocnedosamesbHulX  uepedylouuxcst Kypca, aHAN02UYHbIX UHOYKUUU, 08a U3 KOMOpbIX -—
8b1C0K0003Hble [57]. [IpuHyUNUAnbHO OMAUUAWUMCS N0OX000M S87151eMCsl IMAn KOHCOAUIayuu
8 poccutickom npomokone <«QOJIJI-2009», komopwlii npedcmassnsiem co00li HenpepvieHOE
uumocmamuueckoe Hu3ko0o3Hoe eo03deticmsue. Mumepsan mexdy 3asepwieHuem II ¢a3ol
UHOYKUUU U HAuaioM 3mana KoHcoaudayuu npedcmasssiem coboli 7 OHell, 8ce 0CMaivHble
amansl KoHcoaudayuu (1-3-ti smanst) nposodsm 6e3 nepepwvieos. Korcoaudayus 4 8 npomoxkosie
OJUI-2009 (cm. npunoxceHue A3.1) npedcmasnieHa 00HOKpaAmMHuIM 88edeHuemM memompexkcama™*
8 ablcokoii doze (1,5 2/M?) Ha (one 3 OHeli dekcamemasoHa™* u 0OHOKPAMHBIM B8e0eHUEM
acnapazuxassl**; KoHconudayus 5 — 00H0OHe8HbIM 68edeHuem yumapabura™** é dose 2 2/m? 2



pasa 8 deHb Ha (oHe 3 OHell dekcamemasoHa™™ u 0OHOKpamHwviM 88edeHuemM acnapazuHaswvl™*
[67].

Xomenocb Obl ommemums, UmMo 8 POCCULICKUX 2eMamoJio2udeckux uyeHmpax @axmuuecku
omcymcmeyem  803MOMXHOCMb  MOHUMOPUH2d KOHUeHmpayuu Memompekcama**, —umo
HeyKOCHUMeNbHO mpebyemcsi npu 8bINOJIHEHUU 8bICOKOO03HOU mepanuu. Bcnedcmeue 3mozo
Jdax)ce 00HOKpAMHOE UCNOb38aHUE Memompekcama™* 8 8blcoKol 003e Cconposoddaemcs
J1lemanabHOCMbio, C8SA3AHHOU C MOKCUYHOCMBH hpenapama. B ces3u ¢ amum xomenoce Obl
obpamums BHUMAHUE 2eMAMOJI0208, KOMOpvle 8vlOUpAOM UHble 3apyOexcHvle NpozZpammobl
JleyeHusl, Ha mo, Umo 6 IMux NPomoxojaax memompexkcam** @ 8vlCOKUX 003aX NPUMEHSIIOM
HEOOHOKPAMHO U UCNOJIb308AHUE Memompekcama™** e npeonucaHHolx 003ax 0e3 Haauuus
adek8amHO20 MOHUMOPUH2A C BbICOKOLU B8EPOSIMHOCIbBI0 MOMeM 3AKOHUUMbCS J1eMaIbHbIM
UCX000M.

e PekomMmeHAyeTCs MMallyieHTaM MCIIOJb30BaHMe MeTOTpeKcaTa*™* B BBICOKMX J03aX COIJIACHO
MIPOTOKOJIAaM JIeYeHUsI TOJbKO B IeMaTOJOTMUYecKMuX IIeHTpax, IIe eCTh BO3MOKHOCTb
OCYIIECTBJISITb M3MepeHMe KOHILIEHTpaluy TIpenapata B CbIBOPOTKE KpOBU, MJIsI
TIpeIOTBPaIleHMs] TSDKeIbIX HeXKelaTeIbHbIX SIBIEHMI, 00yCIOBIEHHBIX HeaJeKBaTHOM
MMMMHALIMEN MeToTpekcata. I[IpM OTCYTCTBMM 3TOiI BO3MOXXHOCTM IIe1eco00pasHo
BbIOMPATh ITPOTOKOJIbI 6€3 BhICOKOA03HbIX KypcoB [1,2,4,5].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTeJIbCTB — 5).

e PekoMmeHIyeTcs1 BceM MallieHTaM HEYKOCHUTEIbHO COOMI0NaTh BpeMEHHOI periaMeHT
MpOTOKOOB [1,2,4,5].

VpoBeHb yOeouUTEIBHOCTM peromeHgauuii - C (YpoBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

e PekomeHayeTcsA BCceM IIallMeHTaM Ha BCeX OJTanaxXx KOHCOAUOALMM BBIMOJIHSTh
NMpOQMIaKTUKY THEBMOILIMCTHOV MTHEBMOHMM #KO-TPUMOKCA300M [cy/libdaMeToKkcason +
TpuMeTonipum|™* (480 mr 1 pa3 B ileHb exkegHeBHO) [1,2].

VYpoBeHb yOeOUTEIBHOCTM peromeHgamuii - C (YpoBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

IIpodunakTuka u 1edyeHme HepoaenKeMumn

Hauano npogunrakmuku nopaxceHuss IIHC, xkaxk knioueso2o kKomnoHeHma mepanuu OJII,
npo8oodumcst 00H08pPeEMEHHO € Hauanom cucmemHotii UT [1,2,4,5].

e PekoMeHAyeTCsI BCeM MallMeHTaM B KauecTBe IPOGUIAKTUKM HeipoieiikeMum
OCYILECTBJISATh CIMHHOMO3rOBble MYHKIMM C WMHTpPaTeKaJibHbIM BBeIeHMEM Tpex
rperiapaToB: meTtoTpekcara** (15 mr), uurapabuna™* (30 mr), npegumusonoHa™* (40 mr)



UM JeKcaMmeTa3oHa™* (4 Mr) corjacHO cxeme BbIOPAHHOTO ITPOTOKOJA (CM. IMPUJIOKEHME
A3.1)[1,2].

VpoBeHb yOeguTenbHOCTM pekomeHzaumuit - C (YpoBeHb JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

KomMMeHTapuu: uHmpamekaivHoe 88e0eHUe XUMUONPENApPamos8 peKxoMeHOyemcs 8bInoJIHIMb
8ceM nayueHmam 6 MOMeHM nepeoli, mak Ha3vlieaemoli OuazHOCMuU4ecKoli CNUHHOMO0320801i
NYHKYUU C 1eueOHO-NpoQUIaKMUUecKoll uebio.

e He pekomeHAyeTcsi TpM BBICOKOM WHUIIMAIBHOM JieiikonuTo3e (6omee 50 ThIC.),
BBITIOJIHEHME CIIMHHOMO3IOBOV MYHKLMM B 1-11 IeHb Tepanuu; ee BBITIOJIHEHME TOJDKHO
OBITH OTJIOKEHO O MOMEHTA CHMKEHMS umcia OacTHBIX KJIeTOK B Iepudepuyeckoit
KpOBM [JisS M30ekaHMsI KOHTAaMMHALMM OJaCTHBIMM KJIETKaMM CIIMHHOMO3TOBOJ
KUAKOCTU IIPU TPAaBMaTUYHOM NyHKImu [1,2].

VYpoBeHb yOemUTEIBHOCTM peromeHgauuit - C (YpoOBeHb [IOCTOBEPHOCTH
JI0Ka3aTeIbCTB — 5).

e PekomeHAyeTCsI BbITIOJIHEHME TTpoduaakTuueckoi sydeBoit Tepanun (JIT) (B mose 24-30
I'p) TOMBKO Yy MAIMEHTOB, ITOJYYaIONIMX JIeUeHMEe B paMKaxX 3apyOesKHBIX ITPOTOKOJIOB,
BrIovawnux JIT B mporpaMmMy (cM. npuioxkeHue A3.1), 1mb60 y MaleHTOB, Y KOTOPBIX
BCJI€JICTBME aHATOMMUYECKMX OCOOEHHOCTE He MOTYT ObITh BhIIIOJIHEHBI CITMHHOMO3TOBBIE
nyHkiuu [1,2,4,5].

VpoBeHb yOeguTeNbHOCTM pekomeHzaumiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KommenTapum: 8 pamkax Poccuiickozo npomoxoaa 8vinosiHeHue npogunakmuueckot JIT He
pekomeHdyemcs [67].

e PekomeHAyeTCsl BCeM ITallieHTaM MMKPOCKOIIMUYeCKoe MCCIefoBaHue CIMHHOMO3I0BOM
XKUOKOCTU, TIOACYeT KJIEeTOK B CYETHON Kamepe (OlpeleleHue LUUTO3a) W/ WU
LIMTOJIOTMUECKOe UCUIeLOBaHMe KJIETOK CIIMHHOMO3TOBOM SKUOKOCTU IJISI UCKIIOYEeHUs]/
TOATBepXKAeHus HeliponeikeMuu [40].

VpoBeHb yOegUTENbHOCTM peKkomeHpanmuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KoMmmenTapum: oOuazHo3  HeliposelikeMuu yCmalHasauearm npu  oOHapyx#eHuu 8
CNUHHOMO0320801i HUOKOCMU O1ACMHbIX KemoK (8 11060M Koauuecmae) uau maxk Ha3vl8aemozo
uumo3sa 6osee 15/3 (unu 5 k1emok 8 MUKpoaumpe).

e PexomeHpayeTcst BCeM MalMeHTaM IIPY KOHCTATALMM HeipolieiiKkeMUd B MOMEHT IepBOit
IMAarHOCTUYECKOI CIMHHOMO3IOBOM MYHKIMM MepeBecTy MaljMeHTa Ha JeKcameTa3oH™™*



(m0o3bI COIYIACHO IIPOTOKOJY Tepamuu — CM. IpuiokeHue A3.1), Kak Iperapar,
TIpOHMKAIOLMIT uepe3 remaTosHIedanueckuii 6apbep [81].

VpoBeHb YyOegUTENIBHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

Ilogpep>xuBaronias Tepanms

IToddepxcusarwas mepanus 6715emcsk HEOMsEMAEMOU U HEe0OX00UMOTi Uacmvio CMaHdapmHoli
mepanuu OJIJI y 83pocnvix, 3a uckaioueHuem OJII u3 3penvix B-aumgpouyumos. Ee
npooonHUMeNbHOCMb cocmasJjisiem 8 cpedHem 2 2004.

e [laumentam c¢ Ph-OJUI (kpome Tepanuu 3penoro BapuaHTa B-OJIJI) pekomeHAyeTcst
IpoBefeHMe TMOAAepXKMBaIleil Tepannuu, COCTOSIENA U3 eXKeOHEeBHOTo Iipuema
MepKaIToIypuHa**, MeTorpekcaTa™ (Io3MpoBKa COIVIACHO IPUMEHSIEMOMY Y JAHHOTIO
ranyeHTa IIPOTOKOMY JledeHus, CM. IpuiokeHue A3.1) — 1 pa3 B Hepesnw, ITyJIbCOB
[TIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB M BUHKpUCTUMHA™** — 1 pa3 B mecsi [1,2,4,5].

VpoBeHb yOeguTenbHOCTM pekomeHzammiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KoMMeHTapum: 3mom sman jsieueHus MO#em 0CJIOXHIMbCS passumuem MUueaomokcuueckozo
azpaqyaoyumo3d, no3momy HeoOXo0uMo UemKO 8bINOJIHAMb peKoMeHOAyuu no Koppexkuuu 003
yumocmamuueckux npenapamos

e JlanyeHTaM peKOMEHAyeTCs IIpoBefeHNe MOoALepXKMBAKIIell Tepanuu C Y4eTOM
YKa3aHHBIX B [IPMMEHSIeMOM Y JaHHOTIO IaljieHTa IPOTOKOJIe JIeYeHUs] peKOMeHIaLui 10
penyKiuu 403 C 1eJbl0 MUHUMM3AIUM Ynciia MHQEeKIMOHHBIX OCIOKHEeHMU, CBSI3aHHbBIX C
pasBUTMEM LIUTOIIEHNYECKOTO CMHApOMa (CcM. IipuioskeHue A3.1) [1,2,4,5].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgaumii - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

e He pexkomMmeHayercs:i TIIpoBeneHMe TIoAJepkuBawiuein Tepanuu mocie amwio-TT'CK
(uckmioueHue cocrasiasieT Ph/BCR-ABL-no3utuBHbIii OJIJI, mpyM KOTOPOM IIOKa3aHO
npuMmeHeHne UTK nocie anmno-TI'CK B Teuenne 2 ner) [1,2,4,5]

VpoBeHb yOeOMTEIbHOCTM pekoMeHmanuiti - C  (YypoBeHb IOOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

e PexomeHpyeTcsl IIpoBeaeHMe MOAAepKMBalolein Tepanuy nauyeHTam rnocie ayro-TTCK
C Yy4yeTOM penyKiuu [O03 IIperapaToB, pe3yJbTaTOB PEryaspHOro MUCCaeqOBaHMUS
KJIIMHUYECKOI'0 ¥ OMOXMMMUYECKOTO aHa/IM30B KPOBU, U MPU OTCYTCTBUM MH(PEKIMOHHBIX
ocnoxkHeHui [1,2,4,5]



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0Ka3aTeJIbCTB — 5).

e Bcem mnaiyeHTaM peKOMEHJAYeTcsl IipueM #KOo-TpuUMoOKca3ona [cynbdameToKkcaszon +
TpuMeTonipuM|*™* (480 mr 1 pas B AeHb ekeJHEBHO) BO BpeMs Bceli MopAepkuBaloieit
Teparuy C Lelblo MPOPUIAKTUKM ITHEBMOLMCTHON THEBMOHMM [1,2].

VpoBeHb yoenauTeaIbHOCTU peKoMeHaanuii C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5).

Jleuenme mmumMdo061acTHO TMMEGOMBI

e PekoMeHAyeTCA BO BCeX CIydasx ISKCTpaMemy/ISPHOTO TIOpakeHus (maske IIpu
OTCYTCTBUM TopaxkeHMsT KM) mpoBOAUTH Tepalnmio MalyeHTaM [0 MPOTOKOJIY JieUeHMUs
OJUT (cm. mpunoxkenne A3.1) [14].

VYpoBeHb yOemuUTEIBLHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

e PexomeHpayeTcsi BCeM MalMeHTAM BbITIOJIHUTh AUCTAHLIMOHHYIO JIYYEBYIO Tepanuio npu
TOpakeHUM CpemoCcTeHuss B mo3e 36 I'p B KOHIle KoHconupauuu uian mociae ayto-TI'CK,
ec/iM pasMepbl CpeloCTeHMs T0C/Ie BBITIOJIHEHMS BCEX 3TAlOB KOHCOMUIALMU OCTAKTCS
yBenuueHHbIMMU (3 cM U 6ostee) [1,2,4,5].

VpoBeHb YyOegUTENBHOCTM perkomMeHzammuit - C (YpOBeHb [AOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

Kommentapumu: npu OJ/II nopaxceHue Jaumpamuueckux VY3108, NeueHu, Cele3eHKU,
cpedoCmeHHbIX NUMGOY3/108 U MUMYCA He OMHOCAM K IKCMPAMEOYNISIPHbIM, NOCKOIbKY
gbllllenepeuticieHHble 0p2aHbl SA8JII0MC Uacmoio AuM@amuueckoti cucmemsl op2aHuama u npu
O/ ux eosneueHue 8 npouecc s56a5emcs 00bluHbIM nposieneHuem 3abonesarus. K
IKCMpameoyIAPHbLIM  OMHOCIM  HeliponetikeMuio (CM. 8vlule), nopaxeHue Koxwu (KOXHble
Jetikemuobl), Ms2KUx mKaHeii, Kocmeti, suuex, SUYHUKO8 U Jp.

3.5. Ph- OJIJI y mOXMJIbIX MTAIlM€HTOB

e PekomMeHAyeTcsl JieueHMe Yy IAlMEHTOB CcTapiie 55 JeT HauMHaTh C Ipeadasbl
KOPTUKOCTEpOUIaMM (IO3MPOBKA COIIACHO ITPOTOKOJY, IIPEICTaBJIeHHOMY B IPUIOKEHUM
A3.1) [1,2,4,5].

VpoBeHb yOegUTENIbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

e PekomeHpayeTcss TainueHTtam crapumie 55 et ¢ Ph-"eratuBHbimu  OJIJI ¢
YI0BJIETBOPUTEIHLHBIM COMATUUYECKMM CTaTyCOM 0€3 TSKeIO¥ COIYTCTBYIOIIE MaTOoI0I N



npoBegenne MWT 1murTocTaTMUecKMMM IIpenapaTaMy B CHIDKEHHBIX J03aX C
MoCAenyIoNIMMMY KypcaMiy KOHCOMMAAIMUM M TOoAAepsKuBalolleil Tepanuu (IIpUIoKeHre
A3.1, mpotokon OJIJI-2009 gns nauyeHTOB cTapiie 55 jer) [1,2,4,5].

VpoBeHb yOeguTeNbHOCTM peKkomeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e He pexomenpayercs nauyeHtam OJIJI B Bo3pacTe crapiie 65 JieT paccMaTpuBaTh
BO3MOKHOCTb BbIIIOTHeHMs a/io-TT'CK B CBSI3M € BBICOKMM PUCKOM JIeTajJlbHOCTH [82].

VpoBeHb YyOegUTENIbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

e PekomMeHAyeTcs MalleHTaM CTaplie 65 jieT IMpPoOBOAUTD JieueHue nmo nporpammamM XT ¢
KOppeKIIMeii 103 IUTOCTaTUIeCKMX IperapaToB (cM. mpuioxenue A3.1) [1,2,4,5,82].

VYpoBeHb yOemuUTEIBLHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

e PekomeHpayeTrcsi mnaimyeHTam ¢ Ph-"eratuBHbiMu OJIJI B HeymoBJIeTBOPUTEIbHOM
COMaTUMYECKOM CTaTyCe V/UIU C TSIKeJIOM COIYTCTBYIOLLEN MaTOJOrMei BbIMIOJIHEHNE
NMa/UVIMaTUBHOI TepanuMu — KyluMpoBaHMe CUMITOMOB 3aboieBaHus, IpoOBeeHMe
3aMeCTUTe/IbHO Tepanuy TpaHCcPy3MOHHbIMU cpemaMu [82].

VpoBeHb YyOegUTENBHOCTM pekomMeHzmammuit - C (YpOBeHb [JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

3.6. Jleuenue nauyeHTOB ¢ Ph+ OJIJI

uT

e JlaumenTam B Bo3pacTe <55 mer, nmb0 KaHaumaTaM Ojs1 BbimogHeHus aymo-TI'CK
pekoMeHyeTcsl TpoBefeHMe Tepanuu umaTuamo6om™* (600 mr/cyt) B kKom6uHanum ¢ XT
Ha OCHOBe 4-5 MpenapaToB (CXeMy Tepanyuy CM. B ipuiaokeHum A3.1) [53].

VpoBeHb YyOeOUTEIBHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

KommenTapum: o6HapyxuceHue y ~30 % nauuenmos c¢ OJIJI mpaHcrokauyuu t(9;22) u,
coomeemcmeeHHo, xumepHo2o mparHckpunma BCR-ABL no3eonsiem ucnos306ams 6 JieueHuu
smoii ¢opmet OJIJI umamunu6™** — HTK 1-20 noxoseHusi, nodasaswowjuii akmueHoCmsb
mupo3urkuHa3sl BCR-ABL, no3sonsitouiuti 0ocmuibs 8 MOHOPEXUME 2eMamoJiozuueckuti omeem
y 70 % nauuenmos, ¢ uacmomoti docmuxceHus I1P auww 6 19-20 % cayuaes. B cesi3u ¢ amum 8
Hacmosujee 8pems paspabamsl8ardmcs pasautHvle KOMOUHUPOBAHHbBIE CXEMbL C UCNOJIb30BAHUEM



yumocmamuueckux npenapamos, nozgonswoujux docmuus I[Py 90-95 % nayuenmos, a maxe
yayuwums kauecmea omeema neped TICK.

e PekomeHAyeTcs1 TMalMeHTaM Crapiie 55 jeT, He SBASIOIIMMCS KaHAMAATaMM Ha
BbinioniHeHne TI'CK, Tepamus umMaTMHMOOM™™ ¢ BO3MOXHBIM [00aBjieHMEM K HEMY
ITIIOKOKOpTUKOCTepouaoB u/mmm XT [82].

VpoBeHb YyOegUTENBHOCTM pekoMeHmammuit - C (YpOBeHb [dOCTOBEPHOCTU
IOKa3aTeJIbCTB — 5).

KomMmeHTapum: mepanesmuueckue nooxo0vl K JeUeHUrw nauyueHmos cmapuie 55 nem
HanpasJjieHvl 8 O0JIbLUEL CMeneHU Ha CHUMeHUEe UHMEHCUBHOCMU mepanuu 3a cuem npumeHeHust
8 Kauecmge 0a3o080li mepanuu umamuHuba** (8 ¢uxcuposammoii doze 800 me/cymku) 8
KOMOUHAUUU C NepopanbHulM NpedHU30M0HOM™* (8 doze 40 mz/M? 6 cymku), a makxice ¢
HU3KouHmeHcusHoimu pexcumamu XT (BUHKPUCMUHOM ** u dekcamemaszoHom ™).

e PekoMeHAYeTCs BbIIOMHSITh MTPOMDUIAKTUKY HeliposieiikeMuy BceM MallMeHTaM COIJIaCHO
BbIOPAHHOMY ITPOTOKOY (CM. Tipuioskenue A3.1) [40].

VpoBeHb yOeOUTEIBHOCTM peKkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

KoMMmeHTapum: umamuHub** HedocmamouHO NpoHUKAem uepe3 2eMamosHuedanuyeckui
oapvep, U €20 KOHUeHmpayus 8 CNUHHOMO032080U xuodkocmu docmuzaem auws 1-2 % om
makoeoii 8 ceieopomke kposu. IToamomy ecem nayuermam ¢ Ph+ OJIVI Heobx00umo nposedeHue
aKmugHoli Heliponpopuiakmuku.

IocTUHAYKIIMOHHAS Tepanus

e PekomeHAayeTcs1 BbinosHeHMe ajano-TI'CK oT cubauHra miamM HepoACTBEHHOrO IOHOpa
ramnyueHTam, KOTOpble MMEIOT MOKa3aHMsI M OTHOCSTCS K I'PYIIe BbICOKOrO pucKa (CM.
pasgen 3.2 «[IporHoctuyecke ¢pakTopbl 3G PEeKTUBHOCTY TeueHus») [48,56].

VpoBeHb YyOeOUTEIBLHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).

¢ Pexomenpayetcs BoinnosiHeHue ayTo-TT'CK mipu orcyrcrBum HLA-uOeHTMUYHOrO JOHOpaA Y
MOBb-HeraTuBHbBIX MALIMEHTOB C NOCJIeAyIolei noagaepxxusawlen repanueit UTK [83].

VYpoBeHb YOEAMTEIbHOCTM PpEeKOMeHaauuii - B (ypoBeHb [IOCTOBEpPHOCTU
JOKa3aTe/JabCTB — 3).

Iloagpep>xuBaronias Tepanmus

e PekomeHpayeTcsi Bcem mnamueHtam c¢ Ph+ OJIJI ucronb3oBanme kombmHauuu WUTK c
nepopanbHoii XT [53].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0Ka3aTeJIbCTB — 5).

Tepanust Ph-nosutusaoro OJIVI y NOXMIbIX MaliM€eHTOB

e PekomeHpayeTcs1 BceM ManyeHTaM ¢ Ph-mosutuBubiM OJIJI cTapiie 55 jieT rmpoBeeHye
WUT wumatuHMbom™** +/— crepoumamMu +/— BUHKPUCTMHOM™* ¢ MOC/IemyIoIei
KOHCOMMOALIVIOHHOM Tepanuei ¥ MoALepXKuBarlieil Tepanuein (Cxemy IMPOTOKOJIA CM. B
npunoxkenumn A3.1) [53,82].

VpoBeHb YyOegUTENIbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

e PekomeHpayeTcs: nanyueHTam crapuie 55 et ¢ Ph-nmosutuBubsim OJIJ1 BBINOMHSATH ajio-
TI'CK ¢ HemMMenoabAATUBHBIMU PeXMMaMy KOHAULIVOHMPOBAHMUS IOC/Ie OLEHKM PUCKOB
TPaHCIUIAaHTALIMOHHO JIeTaJTbHOCTU U KOMOpOUIHOCTH [82].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [AOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

KoMMmeHTapum: pe3yismamsl jeueHusl Y NO#UIblX NAYUEeHMo8 3HaAUUMETNbHO XYxHce, Hexceau y
demetli u 0osiee MON00bIX B83POCbIX. MO 00BACHAEMCS 02PAHUUEHHBIMU B03MOMCHOCMAMU
nposedeHuss UHMEHCUBHOLI mepanuu 3a cuem COMAamu4eckozo0 cmamyca hnayueHmos u
conymcmaywujux 3abose8aHuli 6 Nnoxuaom eo3pacme, da Makxe HebaaAzoNPUSIMHbIMU
(akmopamu npozHo3a, npucywjumu nayueHmam O0amHol eo3pacmuoti epynnel. IlayueHmot ¢
OJIJI noxunozo eo3pacma 6 Hacmosiujee 8pemsi ONpeodensiomcs KAk omoesvHas zpynna
nayuenmos, mpebyowas ucnonb308aHus cneyu@uuHslx 1 0aHH020 803pacma npomokoios. B
oonvwurcmee uccaedosaruti dns OJIJT 8 cmapuiyro 803pacmuyr 2pynny éKa4anm nayueHnmos
8 8o3pacme 55 nem u cmapuwe. Ilpu a3mom y nayueHmos cmapuie 55 1em 30-50 % cocmasasitom
Ph+ OJIJI.

CTpaTEI‘I/IM JIEYeHMs B Iepmnoj 1rmocijie TpaHCIvIaHTalIumn

o
k0

e PexomeHzayeTcs 1CIOIb30BaHME MMATMHMOA™* B KauecTBe MOJepKMUBaloOLIeli Tepanun
rocsie auio-TTI'CK (mpuiokeHne A3.1); Kpome TOro, JaHHAs Tepanus peKOMeHIYyeTCs IIpu
obHapyskeHuM TpaHckpunToB pl90 wim p210 mpu yUIOBMM OTCYTCTBUSI MYyTalluiA,
aCCOLMMPOBAHHBIX C PE3UCTEHTHOCTHIO K UMaTUHUOY™* [84].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 4).

e Pexomenpayetrcsi nepexon Ha MTK 2-ro mokoneHus MpuU Pa3BUTUM PE3UCTEHTHOCTU K
UMaTUHUOY™** (ma3aTMHUO™*, #HMIOTMHMO™*) (mpunokeHMe A3.1) [84].

VpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
J0Ka3aTelabCTB — 4).



KommeHTapum: 8b100p npenapama 00/xeH 0ObimMb OCHOBAH HA AHAIU3E MYMAUUOHHO20
cmamyca.

Peunuaus

e PekomeHpayetrcsi y mnaiueHToB ¢ OJIJI ¢ peuuauBoM 3aboieBaHMSI MCIOJb30BaHMe
nasaTMHMO6A™ ¥ H#HUIOTMHMOA™  TIpM OTCYTCTBUM MYyTalMii, acCCOIMMPOBAHHBIX C
pPe3UCTeHTHOCTHIO K HUM (CM. mpuiioxkeHue A3.1) [53].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTH
JI0Ka3aTeIbCTB — 5).

KommenTapum: O1acmuoeie kaemku npu Ph+ OJUI xapakmepu3yomcsi npuobpemeHHbIMU
2eHeMuUYeCcKUMU AHOMAIUSIMU, UMO 3HAYUMO 6JUslem Ha €20 NpozHO3 U chocobcmeyem
npozpeccuposaHuro 3a60aes8amusl. Y 83poc/vix Haauuue yumozeHemuueckux aHoMaiuii, NomMumo
Ph-xpomocombl, ommeuaemcs npubausumenvHo 8 mpemu cayuaes. IpubausumensHo y 50-80 %
navyuermos, docmuzwiux IIP Ha ¢pone mepanuu umamuHubom ™%, 8 meuerue 1 2oda pazsusaemcs
peyudus, 4mo uacmo accoyuupyemcs ¢ Haauuuem moueuHoti mymayuu KuHa3Ho2o domeHa BCR-
ABL, umo denaem ¢pepmenm BCR-ABL HeuyscmeumenvtuiM K npenapamy. ITpubausumensto 80
% nauuenmos ¢ Ph+ OJII, y komopbix ommeuaemcs peyuous Ha (poHe mepanuu uMamuHubom ™%,
umetom mymauuu bcr-abl, cpedu komopwsix domunupyrom T3151. Hmeomcsi daHHble, Umo 3mu
mymayuu Mo02ym 803HUKAMb CAY4allHO 8 pe3yibmame  BblpareHHOU 2eHemuueckoll
HecmaobuipbHOCMuU, Ymo daem KJAemKam Npeumyuecmeo 8 pocme 8 YCI08USX CeNeKMUBHO20
go3deticmeus UTK.

[lazamuHu6™** aensemcs myasmumapzemusim uHzubumopom Kuva3d BCR-ABL, SFK, KuHas3wl
peuenmopa 3¢@puna, PDGFR u Kit. /lazamuHu6** saensemcsa 60see akmusHslM npenapamom no
CPABHEHUW C UMaAmMuHuboM™* u appekmuseH npu pe3ucmeHmHslX K UMAMUHUOY ™
KOH(popMauusax KuHaznozo domeHa. OH cnocobeH uHzubuposams npoaugepayuio u akmugHoOCMs
KUHa3wvl 0ukozo muna, a makxce 14 u3 15 mymaumuoix eapuarmos BCR-ABL, 3a uckitoueHuem
mymayuu T3151. B KU II ¢a3el 6611 nodmeepxdena s¢pgekmusHocmes dazamuHuba™™* npu
pe3ucmeHmHocmu K umamuHuby** y nauueumos ¢ Ph+ OJII, a makxe y nayueHmos, He
nepeHoCUsUUx umamutuo ** JazamuHub** xopouio nepeHocumcsi, 00HaKo uacmo 0C/10HCHSeMcs
eemamoJiozuieckoli moxcuuHocmoto III-IV cm., ocobeHHO 8 pachpocmpaHeHHslx asax
3abonesaHus. Hezemamonozuueckumu nobouHsiMu 3¢ppekmamu daHHozo npenapama s61s10mcs
duapes, mowlHoma, 207108Has 0016, nepugepuueckue omeku u naespanvHslli 8sinom. OOHAKO
npobIemMoli makxe 5615emcsk pe3aucmeHmHoCcms K dazamuHuby™**, Haubosee uacmoti npuuUHOL
Komopoti sensemcs mymayus T3151

B Hacmosuiee spemsi #HUNOMUHUO ™™ u #003ymuHubd™* mozym paccmampusamscsi 8 Kauecmee
a1bmepHamMu8sl UMamuHuby™* u dazamunuby** B mo xce epemsi 00 cux nop oHu (popmaibHo Ons
neuerus OJIJI He 3apezucmpuposaHsl. HasHauenue mozo uau uHozo HTK OonxHo 06bimb
ocyuiecmeJieHo nocyie onpedeseHuss MymauyuoHH0z20 cmamycad.



3.7. OcoObIe COCTOSTHMS IIPY JIEYeHUM OCTPOro anmMd@osierikosa

T'unepienKonmuTo3bI

e PekoMeHAyeTCA BCeM IallMeHTaM IIpPOBeleHMe CeaHCOB JelKkoiuTtadepesa MOpu
6eCcCHMITTOMHOM Te4eHMM TUIIepIeiiKoLMTo3a Mpy uuciIe jaeitkonutos >300 x 10%/1, a
TaKKe TIPU HAIMUYUM KIMHUYECKOM KapTUHBI JIeMKOCTAa30B IIPU 4YUCIe JIEMKOLUTOB
>150 x 10%/71 [85].

VpoBeHb yOeauTeNbHOCTM pekomeHzammiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KoMMeHTapum: Yucio aeiikoyumos 8 zemozpamme >100 x 10°/n & de6rome OJII Habnrodaemcs
8 10-30 % cnyuaes OJIJI u sensemcs, kak u npu opyeux eapuanmax OJI, ¢axmopom
HebnazonpusmHoz2o npozHo3a. Yauwe eunepaetikoyumo3 npu OJUI pa3zeusaemcsi 8 M07000M
go3pacme, y MywuuH, npu T-kiemouHom eapuaHme (6 38 % ciyuaes uucio Jeukoyumos
>100 = 10°/n), npu Hanuuuu nopaxceHust cpedocmeHus, MACCUBHOL 2enamocnieHoMezanul,
Hetipoaetikemuu, a makxe npu Ph+ OJ/I u MLL-neiikemuu. KnuHuueckue nposigieHus
eunepnetikoyumosa npu OJUI 06ycnoeneHbl nposieieHusMu Jetikocmaszos. OOHAKO msiiecmy ux
3HAUUMENbHO MeHblule, YeM Nnpu oCmpom MuenoudHom Jnelikoze (danee — OMJI), u,
COOMBemCcmeeHHo, HUMe pAaHHssl JiemanbHocmes (2—-6 %). Pexce e6cmpeuaemcsi KAUHUKA
J1etiKocmasos, Nposieiaulascs npusHakamu mxadesoti zunoxcuu, JBC-cuHOpomMoMm, op2aHHoll
JucyHkyueti, 2eMoppazuueckumu 0CJIOHHEHUsIMU, 8 mom uucae co cmopoHust I[HC (2-3 %), a
makxe nopaxceHuem J1e204HOll MKaHu C paseumuem 0Cmpoz20 pecnupamopHozo oucmpecc-
cundpoma (danee — OPIIC) (6 %) u noueuroii HedocmamouHocmoio. Tepanust daHH020 COCMOSIHUS
npu OJUI npeumyuiecmeeHHO HanpasjieHa HA npedomepauwjeHue CUHOpoOMa Jau3uca Onyxoau u
/IBC-cundpoma Ha ¢oue Hauana XT. JIns 3moz0 npumeHsilomcsa Jetikoyumadgepesvl, 00HAKO
appexmusHocms ux npu OJII 3Hauumo Huxce, uem npu OMJI.

e PekoMeHAyeTCsI BCceM ITalyeHTaM ¢ MomeHTa auarHoctukyu OJIJI mpoBemeHme Tepamnum
QUIONTYPUHOMIOM™*, afleKBaTHAs TUApATalMoOHHAas Tepamus (o 3 /M%), 1pu
HeoOXomuMoCT — GOpPCUPOBAHHBIN IMUype3 C IIOMOIIbI0 MHQPY3UIT U TIeTIEeBbIX
INYPETUKOB C 11eJIbI0 MPOMUIAKTUKY CUHAPOMaA Jin3uca omyxonu [1,2].

VpoBeHb yOegUTENbHOCTM perkoMeHpamuii - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e Bcem mauueHTam IIpM OBICTPOM CHIDKEHMM UMCIa JIEMKOUMTOB Ha (oHe mpexadassl
MpeHM30JIOHOM™* peKoMeHAyeTcsl TMpoBeleHKe IUia3Madepe3a C 1ieJbl0 yaaJleHUs
TOKCMYHBIX MPOJYKTOB pacliafa OITyX0JeBbIX KJIEeTOK [85].

VpoBeHb yOeguTENbHOCTM pekomeHzammuiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e PekomeHAyeTCst BCeM IallieHTaM IMpoduIaKTHKa CMHApPOMa Jin3uca ormyxonn [85].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0Ka3aTeJbCTB — 5).

OJIJI mpu 6epeMeHHOCTH

Yacmoma 3710KauecmeeHHblX H08000pA308aHUll, ACCOYUUPOBAHHLIX C OepeMeHHOCMbIo,
omHocumenvHo Huskas u cocmaesnasem 0,02-0,1 % ecex GepemeHHocmell. Jletiko3bl 8 nepuoo
bepemeHHOCMU 8cmpeuaomcsi peoko (npubausumenvHo 1 cayuaii Ha 75 000-100 000
bepemeHHocmell). BoavwiuHcmeo u3 Hux npedcmasaswom coboti OJI, mpemv KOMOpbix
npuxodumcs Ha OJUI. OmHocumensHast peokocms 3mux namo02udecKux COCmMosiHull S1615emcs
OCHOBHBIM JUMUMUPYIOUWUM (Dakmopom, 3ampyoHsowuM npogedeHue KpYnHolX NPOCNEKMUBHbBLX
uccnedo8aHuli, OyeHKy NPUHYUNOB JieueHusl U ucxodos; 8 pe3yivmame ONUCAHbl UL HEOObLUIUE
pempocnekmueHsle uccnedosamuss u omadenvHole cayyau. Takie OGepemMeHHOCMb s675emcs
Kpumepuem uckawoueHuss 8 OonvuwiuHcmee KU, umo makxie ozpaHuuusaem 603MOXCHOCMb
8bIpaboOmMKuU eOUHbIX N00X0008 K 8e0eHUI0 IMUX NAYUEeHMO8 U OUeHKe pe3y1bmamos ux JeueHusl.
B pamkax mHozouenmposozo KU (ALL-2009) (ClinicalTrials.gov: NCT01193933) 6bL10 npuHsimo
peuieHue o 8KIUeHUU 8 UCCredosaHue HeHujuH, komopoim duazHo3 OJII 61 ycmaHosieH Ha
pPasuuHbIX CPOKax 6epemeHHOCmuU.

Bcezo ¢ 1990 no 2016 2. epauamu poccutickoli ucciedo8amensbckoli 2pynnsl no JieueHuo Jetiko308
Ovinu uccnedosarvl 28 bGepemeHnHbix xceHujun ¢ OJII. PacnpedeneHue no UMMYHOJI02UUECKUM
sapuanmam OJIJI coomeemcmayem makogomy 8 ooujeti nonyasyuu nayueHmos ¢ OJII: 8 68 %
cnyuaes duazrocmuposar B-OJUI u 6 32 % — T-OJUI Beiia ommeueHa 6osiee 8blcoKas uacmoma
gcmpeuaemocmu (pakmopos HezamueHo20 NPoZHO3a y nayueHmos Ha (oHe bepemerHocmu. Tax,
MLL-netixemus (t(4;11)) 6si1a 8vis61eHa npakmuuecku 8 10 pa3 uawje Ha ¢oHe bepmeHHOCMU 8
cpasHeHuu ¢ obOweli nonynauyueti o6cnedosanHsix hauuenmos ¢ OJUI (27,3 u 32 %
coomeemcmeeHHo). Takixie no CO80KYNHOCMU (Paxkmopos npozHo3a U omeema Ha npedgpasy
NpeodHU30I0HOM ** npakmuuecku 8ce nayueHmsl ObLIU OMHECEHbL K 2pYNne 8bICOK020 pucka. Ipu
nposedeHuu mepanuu no npomokony OJIJI-2009 y 6GepeMeHHbIX HEHUWUH OMMEUeHo, Umo 8
cpasHeHuu ¢ obweli nonyasyueli nayueHmMos8 CMamucmuyecku 3HAYUMDBIX PAasauduli Kak 8
uacmome UH(pEKUUOHHbIX U MOKCUUECKUX OCIOMCHEHULL, MaK u 8 0J1umelbHOCMuU UHMep8asios 8
JleyeHUU nNo NPOmMoKoJIy 8bis1871€HO He ObLIIO.

IIposederiue neueruss OJIVI Ha (poHe BepemeHHOCMU OCYWecmasiemcs MyasmuducCyunauHapHoli
Komaudoli  epaueti, GKaUarWel zemamonoza, aKyuepa-2uHekoa02da, aHecme3uol02a-
peaHumamosioza, 8 cmayuoHape, umerwulemM 603MOXHOCMU OKA3aHUusl akyuwepckolu nomouwu
podopa3speuleHus 8 IKCmpeHHslx cumyayusix [86,87].

e He pexkomeHpayercsa npu ycraHoBieHuu nmarHoda OJIJI Bo BpeMsi GepeMeHHOCTU
OTCpOYKa Hayasa jeueHus jeikosa [87].

VYpoBeHb yOemUTEIBHOCTM peromeHgamuii - C (YpoOBeHb [IOCTOBEPHOCTH
J0Ka3aTelabCTB — 4).



e PexkomeHpayetcs: nipu auarHoctuke OJIJI B TeueHMe MepBOro TpumecTpa 6epeMeHHOCTU
paccMOTpeTh BOMPOC 00 MCKYCCTBEHHOM IIpepbiBaHMM OepeMeHHOCTY M0 MeAUIIMHCKUM
rnokasaHusm [87].

VpoBeHb yOeguTeNbHOCTM pekomMeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
J0Ka3aTelabCTB — 4).

KOMMEHTapI/IM: ediu XEeHWUHa u ee cembsa Hacmauearm HA COXpaHeHuu 6€p€M€HHOCmu,
JleyeHue Moxcem O0blms Hauamo u 8 nepeom mpumempe 6€p€M€HHOCmM.

e IIpu BeigBnenuu OJIJI Ha cpoke OGepemMeHHOCTM 13-36 Hepmenu (IOCae 3aBepIIEHUS
IIepBOr0 TpuUMecTpa OepeMeHHOCTM) peKOMEeHAyeTcs Hauaao mpoBefeHust XT mpu
YCJIIOBUUA BO3MOXXHOCTU CBOEBPEMEHHOI0 TIPOBeNeHUS BCETO KOMILJIeKCa
OMArHOCTUUYECKMUX U JIe4eOHbIX MeporpusiTuii Kak 1o mosoxy OJIJI, Tak ¥ Mo IOBOIY
6epemenHocTH [87].

VYpoBeHb yOeauUTEIbHOCTM pekoMeHzanuii - C (YpoBeHb IOCTOBEPHOCTU
J0Ka3aTelabCTB — 4).

e TIpu BosiBAeHMu OJIJI 1ocine 36-it  Hemenu OepeMEHHOCTM PEKOMEHIAYeTCS
pomopaspeliieHue B xone Ipendasbl MIPegHM30J0HOM** ¢ MOCIeOYIOIM IIPOBedeHueM
XT [88].

VYpoBeHb yOeOUTEIBHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTH
J0Ka3aTelabCTB — 4).

e PekoMmeHAyeTCs MCIIOb30BaHMe JIIOObIX JIEKAPCTBEHHbIX BeIlecTB, B TOM uucie
IIMTOCTAaTUYECKUX U aHTMOAKTepuaJbHBIX IIperapaToB BO BpeMsi OepeMeHHOCTH,
PYKOBO/JICTBYSICh COOTHOIIIEHMEM «PUCK — IMOJIb3a» [IJIs MaTepu u mioga [87].

VYpoBeHb yOeOUTEIBHOCTM pekomeHgaumiti - C (YypoBeHb [IOCTOBEPHOCTU
J0Ka3aTelabCTB — 4).

KomMmenTapum: cob6nodeHue 003 yumocmamuyeckKux npenapamos 6 Ccoomeemcmsuu ¢
8bl0paHHoli npozpammoli neuerus (6e3 pedykyuu 003), pacCUUMAHHbIX HA NOBEPXHOCMb Mmesld
nayueHmMKuU ¢ KOppeKmuposKoli No 8ecy 80 8peMsl JieUeHLUsl.

Ilpu paseumuu yzpoxcarnwux HU3HU OCOMCHEHUll (Hanpumep, NHEBMOUUCMHOLU NHEBMOHULU,
IIMB-uH(exuyuu) ucnonp3o8ams pezilameHmuposaHHole npenapamsl (Hanpumep, Ko-
mpumakca3on** zanyuxkaosup ** u dpyzue) donycmumo.

e PekoMeHAyeTCA C YyUEeTOM BO3MOXXHOI'O TepaTOTeHHOTO BO3IeNCTBUSI #MeTOTpeKkcaTa™™
BBITIOJIHEHWE MHTpPAaTeKadbHbIX BBeNEeHUI IUTOCTATUUECKMX TIperapaToB Ha QoHe
O6epeMeHHOCTM 6e3 UCIIONb30BaHMS #MeToTpeKcaTa™™ [86,87].



VpoBeHb YyOeaUTEIbLHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

e PekOMEHAyeTCA C YYEeTOM BO3MOKHBIX KOAryJOIMUYeCKMX HapylleHuil I[epeHecTu
BBe/IeHMSI acTiaparMHasbl™* Ha aTarlbl JedeHust Ioce pogopasperineHust [87].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
[OKa3aTelbCTB — 4).

e PekxomeHnpayercsa 1ipu Ph+ OJJI Ha d¢oHe OepeMeHHOCTM MpOBeIeHMEe Tepamnumn

MMaTMHUMOOM™** B cCOUeTaHMM C TITIOKOKOPTUKOMaamu (rpuioskenue A3.1) [89].

VpoBeHb yOeOUTEIBLHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
J0Ka3aTelabCTB — 4).

e PeromeHpayeTcst IIpeaInoYnTaTh MeTUIIIPeIHU30/I0H ** u MIpegHU30/I0H**
IeKcaMeTa30Hy™* BBUIY BO3MOKHOCTM Pa3BUTUS HEOJIATONMPUSITHBIX HEBPOJOTMUECKUX
MOCJIeCTBUI Y IJIOAA B (Jiydyae rpuMeHeHus nociaenHero [90].

VpoBeHb YyOeOUTEIBLHOCTM pekomeHgaumuit - C (YypoBeHb [IOCTOBEPHOCTU
J0Ka3aTelabCTB — 4).

e PexomMmeHAyeTCs IUIQaHMPOBAThb CPOK pOILOpa3pelieHuss C Y4eTOM [Hel BBeILeHUs
LIMTOCTaTUYECKUX IIperiapaToB He paHee uyeM uepe3 2-3 Hemeay I10CJIe BBeNeHMUS
LIMTOCTaTUYECKUX IIPerapaToB C LieJbl0 YMEeHbUIeHUS BepPOSITHOCTU MUENIOCYIIPeccun y
ioza [91].

VYpoBeHb yOemuUTEILHOCTM peromeHgauuiit - C (YpoBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

e PexoMeHyeTCs BBINIOJHATL POAOpa3pelleHye IyTemM KecapeBa ceueHus [91].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0Ka3aTeJbCTB — 5).

KomMmeHTapum: 6vi00p cnocoba podopaspeuleHus onpeoensiemcss CoCmossHuem nuaooa,
coMamuueckuM Cmamycom nAauyueHmku, 2eMdamoyiozudeckumMu noxKasamensmu U cmpozo 8
coomeemcmeuu ¢ akywlepckumu noxkasaHusmu. Camonpou3eoyibHole podvl Mmoz2ym 0blmb
8bI0paHbL KAk cnocob podopaspeuleHus moJibko npu Haauuuu y nayueHmos pemuccuu OJLI,
y00871€eMe0opumeibHbIX nokazameJeli 2emMozpammosl U Npu XOpowemM COMamuyeckom cmamyce
nayueHma u COCMOSHUU naodd. B ocmanvHeix cumyauusx npeonoumumesibHO 8bINOJIHSAMb
podopa3speuleHue memodom Kecapesa ceueHusl.

e He peromeHayeTCsi BBINOJHSATh SMUAYPAJTbHYI aHECTe3UI0 HPU TPOMOOLUTONEHUU
<80 x 10°/n w/mmm Hejitpomenmm <1 x 10°/1 mpm pomopaspellieHMM BO M36eKaHue
OCJIO’KHEH W, CBSI3aHHbIX CO CIIMHHOMO3T0BOM ITyHKIMei [92,93].



VYpoBeHb YyOeaUTEIbHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

e PekomMeHayeTcs MalyeHTKaM OpU IJIAaHOBOM MpeXAeBpeMeHHOM poaopa3pelieHuy Ha
cpoke 24-35 Hepnenb IMPOBOAUTH MPOMPUIAKTUKY OCTPOTO PeCIMpaTOPHPOTO IMUCTpecc-
cugpoma (OPIC) rioga B COOTBETCTBUM C TPOPMIbHBIMY peKOMeHOauusIMu [94]

VpoBeHb YyOeAUTENbHOCTM peKomeHzmammuit - C (YpoBeHb [JOCTOBEPHOCTU
JIOKa3aTeJbCTB — 5).

e PekoMeHayeTCsl MallMMeHTKaM B IIOCJIEPOS0OBOM Iepuofe IpoBeeHMe YTePOTOHMYECKO
Tepanuy (OKCUTOLMHOM**) 1 MequKaMeHTO3HOe nojaBaeHune jakTauyu [87]

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

3.8. PekomMmeHganum 1o JeueHUIo IMalMeHTOB ¢ JMM@OMOi 1
nerikeMmuen bepkurra

JleueHue numpomsl u netikemuu bepkumma nposodumcsi 6 kKpamuatiuiue CpoKU U 6 pexcume
OKA3aHUsl HEOMJLOXHOU MeduyuHckotl nomowu [95,96].

e PekomMeHAyeTcsA TalyeHTaM ¢ JauM@oMoit u Jjeiikemueii bBepkuUTTa 3KCTpeHHOE
KYIIMPOBaHME MMEIUIUXCSI XUPYPTUUECKUX OCIOXKHEHUI (KUILeyHas HelpOXOOVMOCTD,
KpOBOTeueHUs1, mepdopaliys), KOppeKIusl 3JIeKTPOJIUTHBIX HapyllleHUi, KylnupoBaHue
MHGEKIMOHHBIX OCJIOXKHEHMIT, 607eBoro cuHapoma [95,96].

VpoBeHb YOeAUTETbHOCTHM peKoOMeHJauuii - B (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e [lauyeHTaM IIpM HAIUUMM OCTPOM IMOUYEYHON HemoCTaTOYyHOCTM XT peKoMeHIyeTCs
MIPOBOAUTD Ha (DOHEe exkeTHEeBHBIX CeaHCOB TremMomnanusa [97].

VpoBeHb YyOegUTENBHOCTM pekoMeHzammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

e PekomeHnpayetcs mnainyeHTtam ¢ JIb B KayecTBe OCHOBHOIO MeTOAaA JieUeHUSI KOPOTKasl
MMITY/JIbCHasI BbICOKOMHTeHcUBHas XT +/— putykcumabd™* (cm. mpuioskeHue A3.1) [98].

VYpoBeHb yOeOUTEJIBHOCTM peromeHgauuit - C (YypoBeHb [IOCTOBEPHOCTH
J0Ka3aTelabCTB — 4).

KoMMmeHTapum: npu pedko 8Cmpeuaroujuxcsi J0KaAbHblX cmadusx 3a00e8aHusi Koauuecmaeo
kypcos XT pedyyuposaHo 8 coomeemcmauu ¢ npomokoaamu. K ¢pakmopam nnoxozo npozHo3sa,
mpeobyrwum uHmeHcugukauuu mepanuu, omuocam: nopaxcerue KM u I[HC, nosviuwierue JIJAT



>2 @epXHUX 2PAHUL HOPMAJIbHbIX 3HAYEHUL, NopaxceHue nouex, Kocmeil (MyabmugoKaivHole
ouazu), pasmep onyxoau 6oee 10 cm.

e PekomeHayeTcs maiueHTaM B 1-ii JMHUM JiedeHUS TIpUMeHeHMe WMHTEeHCUBHBIX
npotokosnioB XT: R-Hyper-CVAD, JIB-M-04+/-R, LMB 95, CODOXM/IVAC+/-R, R-NHL-BFM
90/95, B-HXJI 2004 mab (cxembl cM. B ipuiiokeHun A3.1) [96,98].

VpoBeHb YyOeAUTENbHOCTM peKomeHzmammuit - C (YpoBeHb [JOCTOBEPHOCTU
JI0Ka3aTeJIbCTB — 5).

KoMMeHTapum: 0cHo8HbIM hpasuiom 8 mepanuu JIB siensiemcst cobn00eHue npuHyuna «0o3a —
uHmepean», m. e. nposederue Kypca 8 noJiHbIX 003ax ¢ COON00EeHUEM MEXCKYPCO8020 UHMepsad.
3a ucknueHueM cumyayuti paseumus MHU3HeYzpOXarnuwjux O0CI0XHEHUl, He peKomeHOyemcs
npepvigame Hauamolli Kypc XT. B UCKIOUUMENbHBIX CAYUASAX NPU  HAJAUYUU  MSIHETbIX
UH(EKUUOHHBIX OCTIOHCHEHULL, C KOMOPbIMU He YOaloCb ChPABUMbCS K OKOHUAHUIO MEWKYPCO8020
nepepuiea, 603MOMCHO y8eJluteHUe UHMeps8anda Mexcoy Kypcamu.

e He pexkomenayercsi mnpoBefeHue Ttepanuu 1o cxeme R-CHOP mauuentam c¢ JIb
BCeACcTBUe ee HeadhekTUBHOCTH [96].

VYpoBeHb yOeouUTEIBHOCTM peromeHgauuit - C (YpoBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

e PekomMeHAyeTcs IalyeHTaM cTapiie 55 jet 6e3 nopaxkenust ITHC (He kaHgmumaTaMm jisi
mHTeHcuBHOM XT) nmpoBemeHue jgedeHus 1o npoTokoiny R-DA-EPOCH (cm. npuioxkeHue
A3.1) [99].

VYpoBeHb yOemuUTEIbHOCTM peromeHganuuiit - C (YpoBeHb [IOCTOBEPHOCTU
JOKa3aTeJbCTB — 5).

e PexomenpyeTcst BceM ManyeHTam ¢ JIb ycraHaBaMBaTh LeHTPAIbHbIM BEHO3HbIN KaTeTep
s ipoBenenusa XT ¥ cOIPOBOAUTENbHOM Tepanuu [1, 2].

VYpoBeHb yOeaAUTENbHOCTM pekoMeHmanuit - C  (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

e PekoMeHAyeTCS IalleHTaM IIpM MMPOBeIeHMM IepBOro Kypca Tepaluu 00s3aTelbHYIO
NMpOUIAKTUKY U JieueHMe CMHApPOMAa MacCCMBHOIO JIM3MCa OMYXOJM: ajoIypuHoa™* 10
MI/KT/CYyT ¥ MHOY3MOHHAS Tepamus 3 J/M%/CyT ¢ 3alleladMBaHMEM pacTBOpA HATPUS
rugpokap6onata™* 40-80 MMoJIb//T TOJ, KOHTPOJIEM AMypes3a U IVIAHOBbIM Ha3HaueHUeM
dbypocemuma**, rabopaTOpHbBIM KOHTPOJIEM KUCIOTHO-OCHOBHOTO cOCTOsTHMS [96,100].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).



e [[py mpuMeHeHMM BBICOKMX 103 MeTOTpeKkcaTa™™ peKOMeHJOBaHbl KOHTPOJb €ro
MUMMHAIMY (OTIpeJiesieHMe KOHIIeHTpalMy B CbIBOPOTKe!) ¥ KoppeKius A03bl honmHaTa
KaJbLMs** exxeTHEBHO A0 HOpMaIn3aluu Iokasaresnei [96].

VpoBeHb yOeguTeNbHOCTM peKkomeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e Bcem TmanMeHTaM C MAaCCUMBHBIM 3SKCTpaMeny/UISPHBIM OITYXOJIEBBIM ITOpPa’keHMeM
(OpraHoB cpenoCTeHMs, OpIOIIHOJ TOJIOCTM M Jp.) PEKOMEHJOBAHO IIpoBeJeHNe
NPOPMIAKTUKY TPOMOOTUYECKMUX OCJIOSKHEHMI IO/, KOHTPOJIEM KOary/IorpaMMbl COTJIAaCHO
CYLIECTBYIOIIMM  IIPOTOKOJAM  HPOMUIAKTUKM  BEHO3HBIX TPOMOOIMOOIMUECKNX
OCJIOKHEHUM (CM. COOTBETCTBYIOIIMe KIMHNYeckye pekomengannuu) [101].

VYpoBeHb yOemuUTEeIbHOCTM peromeHgauuit - C (YpOBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

e PeromeHpayetcst Tepanuio JIb y maiuueHTOB, MHOUIMPOBAaHHBIX BUY, mpoBOAUTH MO
aHAJIOTMYHBIM ITPOTOKOJIaM Ha (hOHEe MOCTOSIHHOTO MpMeMa aHTUPETPOBUPYCHO Tepanumu
[102].

VYpoBeHb yOeouUTEIBHOCTM peromeHgauuit - C (YpoBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

e He pexkoMeHAyeTcs BBOIUTH PUTYKCMMa6™* BUY-uHOUIIMPOBAHHBIM IallMeHTaM IIpuU
KomuectBe CD4-kietok meHee 100/mki [102].

VpoBeHb YyOeOUTEIBLHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

KoMMeHTapum: 8 c8s3uU ¢ yseaudeHueM KOoauuecmea UHQEeKYUOHHbIX OCIOMCHEHUT U 8bICOKUM
PUCKOM CMepmu 0 HUX.

e PekomeHAayeTcsi Bce maimeHTam c JIb ob6s3aTenbHast npoduiakTuKa HeipoieiikeMun
ITyTeM MHTpPaTeKaJIbHOTO BBeleHMs 3 mpenapaToB (LuTapabux™* 30 mr, meToTpekcat™* 15
MT, AekcameTa3oH** 4 mr) 1 pa3 3a Kypc B TeueHue BCero nepuopa tepanum [96].

VpoBeHb yOeguTeNbHOCTM peKkomeHpamuit - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

KoMMeHTapum: JieueHue HetlipoelikeMuu OO0JIXHO B8bINOJIHAMBCI 8 CO0meemcmeuu o
CMAHOApmMHsIMU  NPABUIAMU: CNUHHOMO3208ble NYHKYUU C 868e0eHuUeM YUumocmamukos
8bINOJIHAIOM 3 pasa 6 Hedenro 00 nonyuyeHus: 3 HOPMANbHBIX AHANU308 JIUKBOPA CB853U C
ysesiuueHuemM Koauuecmea UHMEeKYUOHHbIX OCTIONCHEHULL U 8bICOKUM PUCKOM cMepmu om Hux. Ha
nocnedyrowux 6oxkax XT (nocne caHayuu Jukeopa) 1romoansHsle NYHKYUU ¢ UHMPAmeKaibHbIM
ggedeHueM Yyumocmamukos npogoodsm 08axdvl 3a Kypc.



e Pekomenayercsi ayto-TTCK, KoTOpasg MOXeT SBJISATbCS BapMaHTOM Tepanuu Ipu
peuuIVBe, OTBEYAIOIeM Ha JieueHue, Ui BO BTOpoil pemuccun [103].

VpoBeHb YyOegUTENIBHOCTM peKomeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
JOKa3aTe/labCTB — 4).

KomMmeHTapum: 6016UUHCMB0 peyudusos JIE UHKYpadevHbl.

e He pekomeHzayeTcst BceM mnaiueHTaM ayiio-TI'CK B ¢BsI3M ¢ puckamu, 00yCIOBI€HHBIMU
BBITIOJIHEHVEM TpaHCIulaHTauuu [104].

VpoBeHb yO0eaUTENBHOCTHM peroMeHaauuii - C (ypoBeHb JOCTOBEPHOCTU
J0Ka3aTe/abCTB — 4).

3.9. JlumdooaacTabie 11MM¢pOMBbI

PanHue nybauxauyuu 06 ucnonv308aHuu CmaHoapmusix npomokonos XT, npeOHa3HaueHHblx Ons
JleueHUs1 HeX0OMKUHCKUX aumepom (danee — HXJI), 8 uacmuocmu CHOP nodoOHbIX pexcumos,
npusodunu x docmuxceHur KpatiHe Hu3dkoli uacmomst IIP (53-71 %) u ewixcusaemocmu 6e3
npusHaxos 3abonesarus (23-53 %). C cepedurwt 70-x 20008 8 neueHuu aumepobaacmusix HXJT y
83pocuvix ucnoawsdyiom OJIJ/I-opueHmuposaHHsie npozpammol XT.

e Pexromenpyetcst ieueHne JIBJI o ciepyromum riporokonam XT: OJIJI-2009, Hyper-CVAD
* R, GRAALL-2003, PETHEMA ALL-96, GMALL-2003 (cm. nmpunoskenue A3.1) [14,15,67].

VYpoBeHb yOemuUTEILHOCTM peromeHgauuiit - C (YpoBeHb [IOCTOBEPHOCTH
OKa3aTeJbCTB — 5).

KoMMeHTapmumM: nockoibkKy pexcumsl mepanuu, paspabomaruvie 0as HXJI, He 0ObL1u
ycnewHsimu npu JIBJI, npedcmasnsemcs, 4mo pexcumsl mepanuu, UCNoJib3yemMble Npu JeueHuu
OJII, obecneuam 6osee 61az0npusimHole pe3yibmamel.

e PeKOMEHAYIOTCSI O0O0si3aTenbHasi IpodwiIakTUKa M JedeHue mnopaskeHus IIHC,
BKJIIOUalOI/ie MHTpaTeKalbHOe BBeeHle IIUTOCTaTUKOB [14,15].

VpoBeHb YyOeOUTEIBHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
JI0Ka3aTelbCTB — 5).

KoMMeHTapmmM: om uUCnonvb308aHUsl KPAaHuanavbHozo o6ayueHus 0as npogunakmuxku I[HC
nopaxyeeHust 8 OONbWUHCIMEBE NPOMOKOJI08 0MKA3AIUCL, €20 NPUMEHSIOM MOJIbKO NAYUEHMAM C
uHuyuanvHeiM nopaxceHuem IIHC (kpavuanvHoe ob6ayueHue 12—-18 Ip Ha JauHeliHOM y-
yckopumeine).

e PekomeHAyeTcsi BceM IIal[MeHTaM JyyeBasl Teparusi pe3suAyaJbHbIX OITyXOJIEeBbIX
obpa3oBaHMii cpemocTeHus [14,15].



VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0Ka3aTeJbCTB — 5).

KoMMeHTapum: 8 0o/buWUHCMEe Clyuaes nopapiceHue mMeouacmuHalbHulX JuMbamuyeckux
y3/1068 npu JIbJI xapakmepu3yemcsi 6eceMa Xopowlum omeemom Ha nepsuuHyw XT. Yemxoe
onpedenieHue pe3udyanvpHoll 0Nyxose8oli Maccel cpedocmeHust omcymcmeyem; 8 Kauecmee
mMako8020 M0ozym pacyeHusamoscsi 0CMamouHast Onyxoniv pasmepom >3 cm, no davHsim KT, u/unu
nosnoxcumensHoliil pesynemam I13T. JIlyuesas mepanus pe3udyaibHulX 0NyXo1e8blx 00pa3o8aHuli
cpedocmeHus, Kak npedcmaeisiemcs, s181€mcs Hauayyuum eapuaimom mepanuu. Bonpoc 06
onmumanwvHoli do3e 8 daHHoM cayuae (24 unu 36 I'p) ocmaemcss OMKpPbIMbIM.

e PexomMmeHayeTCsl CYUMTATH PEMUCCUIO TTOJTHOM Y BCeX MauyueHToB npu jedyeuuu JIBJI ns T- u
B-mpeniiiecTBeHHMKOB MpM Haauuuu KputepueB (Ha 70-ii menp WT nmbo 1ocie
VHOYKUUN):

1. OTcyTcTBMe I0OKasaTe/NbCTBA HAJMUMSI OCTAaTOUYHOTO 060pasoBaHMs (IIpU MacCMBHOM
MopaskeH! MOTYT OCTaBaTbCs pe3yuayalbHble 00pa3oBaHMsI MeHee 3 CM) MM COKpallleHue
pasmMepoB OITyXou 6osiee ueM Ha 75 % OT MCXOZHOTO.

2. [MpucyrcrBue B KM MeHee 5 % 6/1aCcTOB IIPM BOCCTAHOBJIEHUM TTOKa3aTesieii HOpMaabHOTO
KPOBETBOPEHMSI.

e 3. OrcyrcTBUe nMM@O6IacTOB MpM MUCCIeIOBaHUM JMKBOpa Ha 29-i1 meHb MMPOTOKOja
[14,15].

VpoBeHb yOeguTeNbHOCTM pekomeHzammuit - C (YypoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

Jleuenue peuuauBa

IIpozHo3 npu peyuduse JIBJI kpaiiHe HebnazonpusmHoliii. Peyudusewst JIBJI pa3susarmcs, Kak
npasuno, 8 nepssle 2 200a nocye docmuxceHus peMuccuu u uauie 6vi8arom joKaivHoiMu. Tepanus
peyudusa onpedensiemcs xapakmepucmukamu peyudusa (1okanudauus u Cpoxku passumus) u
makmukoti eueHusi 1-20 ocmpozo nepuoda. Hicnons3ytom npomokoist seueHus: peuudusos OJII,
8bICOK0003HYI0 mepanuto, npenapamel, He npumeHssuiuecst 8 1-m ocmpom nepuooe (kypcwt ICE,
npenapams! HeaapabuH™*, #zemyumaobuu™* u dp. — cm. npunoxerue A3.1); npu docmuxceHuu
emopoii pemuccuu pexomendyemcs anno-TICK. S¢pgpekmusHocmv mepanuu peuudusos T-
kemouHslx JIBJI ocmaemcs kpatiHe HU3Kotl, B-JIbJI — HECKOIbKO Jiyulue.

e Pekomenpyercsa anno-TTCK mpu peumauBax u pedpakTepHOM TeueHUM TOCIe
noctmkeHus orseta Ha XT [14,15].

VpoBeHb YyOegUTENbHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
I0OKa3aTelIbCTB — 5).

KommeHnTapum: onsim eésinonnerus: anno-TI'CK npu JIBJI 6 nepeoti IIP ozpaHuuen [14].



3.10. PerxnauBel Ph- OJIJ1

Peuudus neiikemuu y 83pocivix nauueHmos ¢ Ph- OJIJI ocmaemcs Hepa3peuweHHOl
mepanesmuueckoti npodsemoti. Pezynemamst neuerus daHHoU a3el 3a60/1e8aHUSI HEBENUKU, U
peuyudus OJUI 0o Hacmoswezo 6pemMeHuU pacyeHusaemcss Kaxk 00blYHO UHKYpabenbHoe
namoJiozudeckoe cocmosHue. Xoms y psioa nayueHmos 803MOXHO 00CMuMceHue 8mopoti NONHOI
pemuccuu (danee — IIP2), uvacmoma IIP2 ocmaemcsi HU3KOll, a MeoduaHa 8vlxusaemocmu nocje
peyudusea — kopomkoii. IIpedcmaensiemcsi 00WENPUHSIMBIM, UMO NAYUEHMbl, Y KOMOPbIX
ommeuaemcs peuyudue 3abonesavus, He mozym Ovimb u3sneueHol moavko nymem XT.
EduHcmeeHHbiM 8apuaHmom paduxanvHozo JnedeHus aeénsiemcs anno-TICK. B uenom 3mo
mpebyem docmudceHuss OmHocumenbHo cmotikoii IIP2 Ha ¢oHe mepanuu cnacemus, Komopas
00JKHA ACCOYUUPOBAMBCS C MUHUMAIBLHOU MOKCUMHOCMbI0. B amom KoHmexkcme peyudussl,
paseusuiuecss nocne anno-TICK, senstomcs euie 0oJiee 3HAUUMENBHOLU MmepanesmuuecKol
npobaemoti. Bcredcmeue Hebnazonpusimuslx 00WUX UCX0008 Y IMUX NAUUEHNMO08 COXPAHsIemcs
3HauumenvHass nompebHOCMb 8 paspabomke U UCCNe008aHuUlU HOBbIX JIEKAPCMBEHHbIX cpedcma.
B0o3MOX}HbIM  8apuaHmom JeueHuss OAaHHOU 2pynnul NAYUEeHmMos8 se6Jsemcs 6KaUeHUe 8
npomokossl KM, 8 mom uucne HO8blx npenapamos. Takum o00pa3om, 0OHUM U3 OCHOBHbIX
KJAUHUYeCcKux pewleHuti y nayueHmos ¢ peyudusHsim Ph- OJUI sensemcs 6vib6op mexoy
cmandapmuoti XT cnaceHus u 3KCNepuMeHMAivHOlU mepanuetl, 3a KOomopsimu O0O0NXHA
cnedosame anno-TICK 80 ecex ciyuasx, K020a 3mo 803MOMCHO; JieueHue OAHHbIX NauueHmos
npoussodumcs 8 pamkax K.

e PekomeHAyeTcsi BceM TalMieHTaM IIpU MO3aHeM peluaupe (6osee 6 MecsIiieB OT
OKOHYaHMS MOAIeP>KUBAIOILEN Tepaluu) UCII0Ab30BaTh CTaHAAPTHYIO Tepannuto B-OJUI u
T-OJUI 1-11 nuauu (cM. npuiioxkeHue A3.1) [105].

VpoBeHb YyOegUTENBHOCTM pekoMeHmammuit - C (YpOBeHb [AOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

e PekomeHayeTcsi BceM IalMeHTam IIpu paHHeM penuause B-OJIJI ucnonb3oBaHMe
IKCIIepMMEeHTaIbHbIX KOMOMHaIuii B pamkax KM, B TOM uucie ¢ TIpUMeHeHUEM
onuHaTymomaba™* u MHOTy3ymaba o3oramuiimHa™*. B KauecTBe BO3MOXHBIX XT
KOMOMHAIMIT BO3MOXKHO MCIIOMb30BaTh Iporpammbl FLAGIda wim Hyper-CVAD, nn6o
#60opTe3oMmba Kak B MOHOTepaInuu, Tak M B KOMOMHAIIMM C MUTOKCAHTPOHOM™*
mekcameTa3oHOM™* 1 acraparmHasoin™* (cm. mpuaoxenue A3.1) [106].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [AOCTOBEPHOCTU
I0OKa3aTelIbCTB — 4).

e PekomeHAyeTCsI B JIeUeHUM PeLUIMBOB IPU HaJIUUUM BO3MOXKHOCTU IIPUMEHSIThb
MMUTOKCAHTPOH**  BMECTO aHTPAIMKIMHOBBIX aHTUOMOTMKOB JdayHOPYyOMIMHA™™
ooKcopyouimMHa™* wim #umapyouuyua™* (mpunoxenue A3.1) [107].



VYpoBeHb YOEOAMTEIbHOCTM pEeKOMeHzauuii - B (ypoBeHb JOCTOBEPHOCTU
JOKa3aTeabCTB — 3).

e PekoMeHAyeTCsA IIpeAIIOUTUTE/IbHOE MCIIOAb30BaHMe JeKcaMeTa3oHa™™  BMeCTO
TpelHM30/I0Ha™* B CBSI3U C 6ombiieil adbdekTuBHOCTHIO [80].

VpoBeHb yOegUTENBHOCTM pekomMeHzmammit - C (YpOBeHb [JOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

e PekomMmeHAyeTCs BCeM MalMeHTaM, y KOTOPbIX gocturHyra I[IP2, KoHCyabTaHIUSI B
TPaHCIUIAHTOJIOTMYECKOM LIEHTpe IJIs YTOUHEeHMSI BO3MOXHOCTU BbINOAHeHus uM HLA-
coBMecTumoii amno-TI'CK [56].

VYpoBeHb yOemuUTEeIbHOCTM peromeHgauuit - C (YpOBeHb [IOCTOBEPHOCTH
J0Ka3aTelabCTB — 4).

e PexomMmeHpayeTcsl BceM IMalyieHTaM C paHHUM peuuauBOM wiu nepcucreHumuen MOb mipu
B-knetounsrx OJIJI mocie OKOHYAHMS KOHCOMMIAIIMM IIpUMeHeHue OnmHaTyMomaba™* B
MoHoTeparnuu Ui B couetauuu ¢ UTK B cBs13u ¢ 3pHeKTUBHOCTHIO (IpuiokeHme A3.1)
[74].

VpoBeHb YyOegUTENIBHOCTM peKomeHzmammit - C (YpoBeHb [JOCTOBEPHOCTU
JOKa3aTe/labCTB — 4).

e PekomeHAyeTCsl BCeM MallieHTaM C paHHMM pellUaAVBOM Win nepcucreHuyeir MOB nipu
T-knetounbix OJIVI mpuMeHeHMe HejlapabuHa™* B coueTaHuM C HuKIopochaMmuaom™* u
#3Tono3ugom™* (cm. mpuinoskenue A3.1) [108].

VpoBeHb YyOegUTENBHOCTM pekoMeHmammuit - C (YpOBeHb [AOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

e PeroMmeHpayeTcCsl alMeHTaM C peluanuBoM uiu rnepcucrerHmnein MOb 1ipyu T-Ki1eTOYHbIX
OJIU (B TOM unciae C KO3KCIOpeccHeil MMeJOUIHbIX MapKepoB) IIpUMeHeHue
#BeHeTOK/IaKca B COUETAaHUM C #IOeIUTAaOMHOM WM B IPYTUX KOMOMHALMSIX (CM.
npuwioxkenue A3.1) [109].

VpoBeHb yOeguTeNbHOCTM peKkomeHpamuit - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

3.11. TpaHcIUIaHTAUMA TeMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK

AnnoredHas TT'CK

ITokasaHust K evinonHeHur auno-TICK onpedensiomcsi 8 3asucumocmu om KOHKPEMHO20,
8bI0PAHHO20 2eMamoJiozuueckum ueHmpom npomoxoaa aeuerus (OJIJI-2009, GMALL, GRAALL,



MB2008, Hyper-CVAD) (cm. npunoxcerue A3.1 u A3.3) [56,57,63,67,110].

e TlaumenTam c OJIJI B Bo3pacTe [0 55 jieT, mosy4yaroumum jedeHne mno mporokony OJIJI 2009
(mpunoxenue A3.1), U3 rpyImrmbl O4eHb BBICOKOTO PUCKA, KOTOpasi YCTAaHABIMBAETCS B
nebioTe 3aboneBaHMs (LIMTOreHeTHMUecKue HapyiieHus t(4;11) mim t(1;19), a Takke Ph+
OJIJT (t(9;22/BCR-ABL)), B CBsI3M BBICOKMM PMCKOM pa3sBUTUSI peluauBa 3abojgeBaHMUS
pekomeHayeTcss BbilnosiHeHMe auio-TT'CK  oT CcOBMeCTMMOrO pOACTBEHHOTO WU
HEepOACTBEHHOro foHopa [67,111].

VYpoBeHb yOeaMTEIbHOCTM pekoMeHmanuii - C (YypoBeHb [OOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

e PexomMmeHpayeTCsl pacCMaTpMBaTh BO3MOXKHOCTD BbINOMHeHMST a/uio-TT'CK y mauyueHTOB B
BO3pacTe cTapiie 55 jieT u3 TIpyIIbl O4YeHb BBICOKOTO pucka (cM. pasgen 3.2
«ITporHoctuueckue GaxkTopbl 3QGHEKTUBHOCTY JJeUeHMSI») ITPU HATUUYMU MOJTHOCThI0 HLA-
COBMECTMMOIO [IOHOpa ¥ TOJbKO IIPU OTCYTCTBMM 3HAUMMOI KOMOPOUIHOCTHU, IIPU
KOTOPOJ PUCK TPAHCIIAHTAIMOHHOM JIETAJbHOCTY HE IIPEeBbIIIaa Obl PUCKMU Pa3BUTUS
pelvauBa [56].

VYpoBeHb yOeaUTENbHOCTM pekoMeHmanuii - C  (YypoBeHb JOCTOBEPHOCTU
J0Ka3aTenabCTB — 4).

e Pexomenpnyetcs BoinonHeHue ajno-TTI'CK y nmanmueHToB ¢ nepcucrenumenn MOb, HO pjis
3TOro HeoOXOIMMO BBITIONMHSITh Bech 00beM XT 1 MmoHuTOpMHT MOB B mmpeaycMOTpeHHbIe
BpeMeHHbIe TOUKM COIJIACHO BbIOpaHHOMY ITpOTOKOMY [56,70,71].

VpoBeHb yOeaAMTENbHOCTM pekoMeHmanmuii - C  (YypoBeHb JOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).

e PexomeHpayeTcst BceM nauyeHTam BbinojiHeHMe auio-TT'CK OT poaCcTBeHHOro OOHOpa B
repBoii IIP mpu HeameKBaTHOM BBIIOJHEHNMM JI0O00r0 M3 IIPOTOKOJIOB ITPOrPaMMHOIM
Tepamnuu B CBSI3U C BBICOKMM PpUCKOM penuausa [1,2].

VpoBeHb YyOeOUTEILHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

e PexomeHpayeTcs: pacCMaTpUBaTh BO3SMOXKXHOCTD BbIOIHeHMs a/uio-TT'CK y manueHToB BO
BTOPOJi 1 6GoJiee MO3OHUX PEMUCCUSIX 3a00/IeBaHMS C 1IeJIbI0 YAYUILIeHUs JOATOCPOYHbBIX
pe3ynbTaToB Tepanuu [112].

VpoBeHb YyOeOUTEIBLHOCTM perkomeHgauuit - C (YypoBeHb [IOCTOBEPHOCTU
J0Ka3aTeabCTB — 4).

KommenTapum: anno-TI'CK 8 pazeeprymom peyuduse 3a601e8aHust U npu pegpakmepHocmu K
XT 8030eticmauto He Ue1eco00pasHa.



e PekOMeHAyeTCSA  BbINOJHATbL TPAHCIUVIAHTALMIO OT  aJbTEPHAaTUBHOIO  IOHOpA
(raryIONIeHTUYHOI0, TpPaHCIUIAHTalMs IIYIIOBMHHOM KpoBM B pamMkax KW) 1ipu
orcyrcTBun HLA-uaeHTnyHoro goHopa [106,112,113].

VpoBeHb yOeguTeNbHOCTM peKkomeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

AyTo-TI'CK

e PekomeHpayeTcsa BbinosHeHMe ayTto-IT[CK y mnaumueHtoB ¢ Ph+ OJUI (B ciaydyae
HEBO3MOXXHOCTMM  BbIlOJIHeHUST  a/uio-TTCK) 1ipu  OTCYTCTBUM  MMHUMAJIbHOM
pes3uayasbHO 06o0/Me3HM C TpoBedeHMeM IoamepkuBawiieii Tepanuu WTK mocre
TpaHcIIaHTauuu [84].

VYpoBeHb YyOeaUTEIbHOCTM perkomeHgauuit - C (YpoBeHb [IOCTOBEPHOCTU
JOKa3aTelabCTB — 4).

e PekomeHnpayercs:i BbinosiHeHMe ayTo-TTCK B pamkax mnporokoma OJIJI-2009 nis
nauyeHToB ¢ T-OJIJI mocie 3aBepiueHMs KOHconupauuu 1o mpotokomny OJIJI-2009 c
MOUJIeAYIOIMM IIPOBeAeHeM IOAAePsKMBAlOLeil Tepannuu [67].

VpoBeHb YOEAUTENBHOCTM PpeKoMeHzammit - B (YpoBeHb [dOCTOBEPHOCTU
JOKa3aTeJabCTB — 3).

3.12. ConmpoBoauTeabHas Tepanus

OO61Me MeponpUSITUS

IIpomoxkonwt neuerus OJII npedycmampusarom npogedeHue UHMEHCUBHOU UHOYKYUOHHOU U
koHconudauuoHHoti XT. IIpu s3mom ucnoiv308aHue yumocmamuko8 U UMMYHOCYNPeccammos
Hapsidy C OCHOBHBIM 3a0071e8AHUEM MOXem Npusooums K UWUPOKOMY CNEKmMpy msHcenvlx
OCJ/IOMCHEHULl, 8 UYAcmHOCMu K UH(peKuusm, Kpo8omeueHusiM, MyKo3umy, nposieleHur
MOKCUYHOCMU CO CMOPOHbl PA3IUUHBIX 0pP2aH08, pgome u m. 0. Ilo amoti npuuuHe nayueHmaol ¢
OJUI Hyx#cOaromcsi 8 mujamelbHOM MOHUMOPUHze, A MAakxce 8 NposedeHuUlU coomaemcmayrnujell
npogunakmuueckoti u noddepxcusarouleti mepanuu.

AHTH3MeTHuecKass npodmiakTuKa U Tepanmus

e PexomeHpayeTcsi BCeM IalMeHTaM IPOBOOUTh AHTUIMUTUYECKYIO Tepanuio C Lelblo
TOTHOM MPOMUIAKTUKM TOUTHOTBI ¥ PBOTHI Y TTAllMEHTOB, nonyvaomux XT [114].

VpoBeHb yOeguTenbHOCTM pekomeHzammiti - C (YpoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).



KoMMeHTapum: ¢ aHmusMumuueckoll Uenvl) NPUMEHSIOMCS aHMAzoHucmosl peuenmopos
CepOMOHUHA U KOpmuKocmepouodsl. Dmu hpenapamosl pPeKOMeHOYyIomcs 0751 NpUMeHeHUsl 8
KoMOUHayuu npu ucnoav3osanuu pexumos XT, xapakmepusyruwuxcs yMepeHHOU U 8bICOKOL
IMemo2eHHOCMbl0. B omaoesibHblx cumyauusx, 8 uadcmHocmu npu nposedeHuul 8bICOKOOO3HOLI
KomoOuHuposartoti XT, 8bi60p aHmusamemura 00JixeH onpedeassmoscs Haubosiee IMemo2eHHbIM
KOMNOHEHMOoM (cm. npunioxceHue A3.4) [114].

TpaHchy3noHHas Tepanus

Venewrnoe neuerue OJI, 8 uacmuocmu OJIJI, HE803MONCHO NpU OMCYMCMBUU 3aMeCcmumesibHoll
mepanuu KOMNOHeHMAMuU Kposu U conposooumesibHoli mepanudl.

TpaHcdy3um 3pUTPOLUTHON U TPOMOOIIUTAPHO MaCChI

e PeKOMEHAYeTCSI OCYILECTB/SITh TpaHCPY3UM ISPUTPOLIMTHOM MaccChl IaleHTam [IJisi
noaAepkaHusl KOHILIEHTpaluy TeMorioouHa Ha ypoBHe >8 r/m1 [1,2].

VpoBeHb yOegUTENbHOCTM peKomeHzmammit - C (YpOBeHb [AOCTOBEPHOCTU
IOKa3aTelIbCTB — 5).

e [Ipy HanmMuuy COIYTCTBYIOLLEN IMATOJOTUM CepAlid WM JIETKUX, a TaKXKe eIy aHeMus
COIIPOBOXKIAETCS  KIMHMUYECKOM  CUMITOMATUKOM, PeKOMEeHIAyeTCS  BbIIIOJIHATH
TpaHCy3UM 3PUTPOLUTHON MacChl U MPU Oojee BBICOKMX 3HAUEHUSIX KOHLIEHTpalUu
reMoIO6MHA TPY HAUYMK COOTBETCTBYIOIIUX KIMHUYECKUX TToKa3auuii [1,2].

VpoBeHb yOeguTeNbHOCTM pekomeHzammuit - C (YypoBeHb JOCTOBEPHOCTU
IOKa3aTebCTB — 5).

e PeKOMEHAYIOTCSI BbITIOTHeHMe TpaHCdy3uyu TPOMOOKOHIIEHTPATOB OCYIIECTB/SATh IPU
CHIDKeHMM KOmudecTBa Tpom6ouuToB <10 x 10° /1, mpyu 6Gormee BBICOKMX 3HAUEHUSIX
KomrdecTsa Tpombonutos (20 x 107 /1) B cryuae MOBBIMIEHMSI TeMIIepaTypsl Tena >38 °C,
IIpY  Pa3sBUTUM KIMHUYECKM 3HAUMMBIX KpPOBOTEUEHUI J1bOO Iiepend, BBIIIOJTHEHMEM
MHBa3VBHBIX MHTEPBEHI[MOHHbBIX BMelIaTeabCTB [115].

VYpoBeHb yOeaMTEIbHOCTM pekoMeHmanuii - C (YypoBeHb [JOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

e PekomeHAayeTcsi 00/lyueHMe 3PUTPOIMTHOV MacChl ¥ TPOMOOKOHIIEHTPATOB C IIe/IbI0
NpoQMIaKTUKM peakliuy «TpaHcdysaT IpOTUB xo3siuHay» [1,2].

VpoBeHb YyOeaAUTENbHOCTM pekoMeHmanuit - C  (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

IIpodnnakTrKka reMOpparnyeCcKmux M TPOMOOTUUECKMX OCIOKHEHUI

e PekomeHAyeTcsl mallMeHTaM Ha (OHe Tepanuy acnaparmHasoi™ KOHTPOIUPOBATHh
rapamMeTpbl CBepPTbIBaHMSI KPOBM C 1Ie/ibl0 Hauaja 3aMeCTUTE/IbHON Tepamuyu IMpu ux



medumuTe (HapMMep, PEXKMM TO3MPOBAHMS AHTUTPOMOMHA C MOpPOoPUIAKTUUECKO
uenblo: 50 ME/Kr maccel Tenna B TeueHue 7-10 mociemoBaTe/lbHbIX AHEN CO OHS Havasla
Tepanuu aciaparuHasoin™* (moaKoskHo, B mo3e 6000 ME/Mm?, B TeueHme 7 IHen) [116].

VpoBeHb YyOegUTENIBLHOCTM PpeKoMeHzauuii - B (ypoBeHb [OCTOBEpPHOCTU
J0Ka3aTeabCTB — 3).

KoMMeHTapum: Tepanus 210KOKOpmMukocmepoudamu, aHmMpayukauHamu u 0COOEHHO
acnapazuHa3soti** moxcem npusodums K msixeaomy npuobpemenHomy deguuumy 6esKo8 Kiacca
cepnuHo8 (UH2UubUMOopo8 cepuHcodepicauiux npomeas), NPeuMyuleCmeeHHo aHMumpoMOuHos u
anvpa-1-aumumpuncuHa. Pacnpocmparventocms 3mux ocioxcHeHuii om 2,1-15 %.

AHmumpombuH npedcmassnsiem cob0li 0OCHOBHOU (pu3uon02UUecKUli uHzuOUMoOp mpomouHa u
¢axmopos ceepmoisarus IXa, Xa, Xla. OH makxie A675€mMcsl AHMAZOHUCMOM (akmopa
ceepmuigarust VII, yckopsas duccouuauuro Komniaekcos, o0pa3osaHHsix Gaxkmopom Vila u
mkavesviM (akmopom. AHmMumpomOuH ob6pazyem HeoOpamumvle (853U C AKMUBHbIMU
pepmeHmamu, auwlas ux npomeoaumuueckoli akmusHocmu. Kpome mozo, npu ucnons308aHuu
acnapazuHasst™* coobwanocy 00 uU3MeHeHUuu KOHGopMayuu MOAeKyIbl AHMUmMpomMOuHa, umo
npueoousio K ympame cmabuipHOCmMu u 6 pe3yivmame K 00pa3zo8aHuio azpezamos 0esKa,
HAKanaueaswuxcss 68 yucmepHax 3HOONIA3MAMUUecKo20 pemukyayma. Takum o06pasom,
nayueHmMol, KOMOpPuIM 6800M acnapazuHasy™™, xapakmepusyrmcsi NOBblIUEHHBIM PUCKOM
mpom060308. Xomsi CHUXeEHUEe KOHUYeHmpauuu aHmumpomOuHa uacmo conpoeoxdaemcs
2unogubpuHozeremueti, 0OblI0 NOKA3AHO, UMO HU3KASL KOHUeHmMpayusi @ubpuHozeHa
npedpacnosnazaem 8 60/vuieli cmeneHu K mpomo03am, Hexenu K Kpo8omeueHUsIM.

e [Ipy MacCMBHBIX OSKCTpaMeIOy/UISIPHBIX oOuyarax IIOpaskeHus (Jalle BCEero OparHoB
cpemoctenust nipu OJIJI/JIBJI), TpoMOOTMYECKMX OCJIOKHEeHUSIX Ha (OoHe Tepanmyu WIn
HaIMYMM TPOMOO3OB B aHaMHe3e PEKOMEHAYeTCH IIPOBOINUTh aHTUKOATYISIHTHYIO
Tepanmio COIVIACHO CYILIEeCTBYIOLI M IIPOTOKOJIAM JIeUeHUsI BEHO3HBIX
TPOMO03MOOINYECKUX OCJIOKHEeHMIA (cMm. COOTBETCTBYIOIIVE KJIMHUYECK/e
peKOMeHJauMy [0  OMardHoCTuKe, JIeYeHMI0 ¥ MOpOoPMIaKTUMKe  BEHO3HbBIX
TPOMO0IMOOIMUECKUX OC/IOKHeHMi [1,2,4,5,101].

VpoBeHb yOeaAMTENbHOCTM pekoMeHmanuii - C  (YypoBeHb JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

3aMecTUTeIbHasA Tepanmns I/IMMYHOI‘JIOGYJII/IH&MM

e PekomeHpayetrcs mnauyentaM ¢ OJIJI BBemeHMe MMMYHOIVIOOYIMHOB IIPU JOKA3aHHOM
reHepajn30BaHHON BUPYCHOM MHbeKInn (BUpycammu IPYIIIbI repreca,
LMTOMerajoBupycom (maiee — [IMB)), a Takke pu CHMKEHMM TTOKa3aTeleil HOpMaJIbHbIX
MMMYHOTIJIOOY/IMHOB HMKe HOPMa/IbHbIX 3HaUeHmii [117].

VpoBeHb yOeguTeNbHOCTM peKkomeHzamuit - C (YpoBeHb [JOCTOBEPHOCTU
IOKa3aTebCTB — 5).



KommenTapum: y nayuermos ¢ OJ/I/I uacmo onpedensiemcst 2unozammaziodynuHemus, Ho 0o
Hacmosuwezo epemeHu He 0bL10 NoJIyueHo doKkasamenvcma 3¢ pekmusHocmu npopurakmuuecKux
uHgysuti  ummyHoznobyauvos. IlauueHmam Ha @GoHe mepanuu OaUHaAMymymadbom™™* unu
pumykcumabom** Heo6xo0umo KOHMpPOAUPO8AMsb CodepicaHue UMMYHO2100yauHo8 1 pa3 8 2—4
Hede/u, 8 3ABUCUMOCMU OM KJUHUYECKOU cumyayuu, u, npu Heo6X00UMOCMU, 8bINOJIHAMb
3amecmumenbHylo mepanur uMmyHoznoo6yauHamu [1,2].

NHasg conpoBoauTe/lbHas Tepanusa
dakKkTOopsI pocTa

e He pexomeHayeTcsi Ha3HaueHVe MalMeHTAM IIperapaToB TPaHYJIOLMUTAPHBIX
KonmoHuectTumynupyromnx dakropos (I-KCO**) vu Ha omHom stamne jeueHust OJIJI.
VckmoueHne coctapisiior JIb 6e3 rnopaskenust KM, mpy KOTOPbIX BO3MOSKHO MCIOb30BaTh
[-KCD** ¢ 11e/1b10 COXpaHeHMSI CPOKOB BbIMIOJIHEHMS TIpoTokoa [1,2].

VYpoBeHb yOeaMTENbHOCTM pekoMeHmanuii - C (YypoBeHb [JOCTOBEPHOCTU
JI0Ka3aTeIbCTB — 5).

KomMmeHTapum: 6 0o/blUHCMBE  e8ponelickux  HayuoHaavHelx npomoxonax I'-KC®
UCNob3yemcs ¢ npouiakmuueckoll ueibo 8 npouecce UHOYKYUU U KOHCOAUOauuu pemuccuul.

IlomaBieHMe MEHCTpPyalluu U coxpaHeHue PepTUIbHOCTU

e V Bcex xeHLIMH ¢ OJIJI B ripemeHoIay3e peKOMEHAYeTCS I0aBJeHne MeHCTpyaluii C
11eJIbI0 MMHMMM3aLUM PUCKOB KpOBOTeUeHUsT Ha (poHe TpoMbouuToneHnn [118]

VYpoBeHb yOeaMTENbHOCTM pekoMeHzmanuii - C (YypoBeHb [JOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

006e300/IMBaIOIIAS TEPATIS

e [Ip BO3HMKHOBEHMM OCTPOTO WM XPOHMUUECKOTO OOJE€BOTO CHMHAPOMA IAlMeHTY
PEeKOMEHYyeTCs TPOBOAUTh 00e300/MBAIOIIYI0 Tepamnuio COIJIACHO CYIIeCTBYIOIIUM
IIPOTOKOMIAaM 00e3001MBaHMsI (CM. COOTBETCTBYIOIIME KIMHMYECKNME PeKOMEeHAAIUM II0
XPOHMYECKOI 060/1M, KIMHNYECKe PeKOMEHIALMM 110 aHeCTe3MOoJIOTUM), B TOM YMCIIe, 10
TOKa3aHMUsIM, C MpUMeHEeHMeM HapKOTUUEeCKMX U IICMXOTPOITHBIX JIeKapCTBEHHBIX
npenapatos [1,2,4,5,119].

VpoBeHb yOegUTENBHOCTM pekomMeHmammuit - C (YpOBeHb [JOCTOBEPHOCTU
JI0Ka3aTeJabCTB — 5).

Cnedyem yuecmo, umo y nayueHma mozym Oblmb HECMaHoapmHsle nposiejeHus 00e3HU, d
make couemaHue KOHKpemHoti 60Jie3HU ¢ OpyzumMu NamoJiozusiMu, 4mo Moxcem OuxKmosams
Jledaujemy epavy usMeHeHusl 8 anzopumme 8vl00pa ONMUMAIbHOU makmuku OuazHOCMuKu u
JleyeHusl.



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O MEeTOL0B peaouInuTauumn

CneyuanvHbix Memodos peabunumavuu npu OJLI He cyujecmayem.

e PekoMeHAyeTCS TMalieHTaM IIpoBelleHMe peaduauTaluMy TpU  BO3HUMKHOBEHUM
OCJIOKHEHMUI TToc/Ie 3aBeplieHus mporpammbl Tepanyu OJIJI B paMKax COOTBETCTBYIOIIUX

Ho3osorui [120,121].

VYpoBeHb yOeauMTENbHOCTM pekoMeHmanuii - C  (YypoBeHb JOCTOBEPHOCTU
IOKa3aTeJbCTB — 5).

KoMMeHTapum: nocie oKOHUAHUsS JieueHus peKoMeHOyemcs: 8ecmu 300po8bili 00pa3 Mu3Hu,
UCKJIIOUUMb UHCONIAYUI0 U (husuomepanesmuueckue npouyedypaol.



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTO0B
NMpOoPMIAKTUKU

IIpogpunaxkmuxu sosruxkHoseHus OJI/I He cyuiecmayem.

e PekomeHpayeTcs 1ocie OKOHUYaHMS porpammbl Tepanuy OJIJI BBINOMHSTh MCCeg0BaHNue
OAK Kaxkaplii Mecsl, B TeueHMe MepBbIxX 2 JeT u 3aTemM 1 pa3 B 2-3 mecsiiia 10 5 jeT oT
Hauasia jeyeHus C 11eJibI0 paHHeTO BbISIBIeHMS peliuayBa 3aboneBanus [1,2,4,5].

VYpoBeHb yOeauMTENbHOCTM pekoMeHmanuii - C  (YypoBeHb JOCTOBEPHOCTU
OKa3aTeJbCTB — 5).

e PekomMmeHpayeTcs nociae oKOH4YaHMs mmporpaMmbl Tepanuu OJIJI B TedeHMe IepBOro roga
BbINONHATL NYHKUMM KM 1 pa3 B 3 mec, najee — 1 pa3 B 6 MeC B TeueHMe 2-T0 roga, gajaee
— 1 pa3 B ron Ao 5 net HabGMOAeHMS C 1Ie/ibI0 [HaMMU4ecKoro Habmogenus [1,2,4,5].

VYpoBeHb yOeauMTEIbHOCTM pekoMeHmanuii - C  (YypoBeHb [JOCTOBEPHOCTU
OKa3aTeJIbCTB — 5).

KOMMEHTapI/II/I.' gHensiaHogoe uccnedogarue KM nokasaHo npu eolsej1eHuu J1100bIX U3BMEHEeHUT
CEMOCPAMMObL. Boavwuncmeo peuuaueoe npoucxoaﬂm 8 meueHue 1-5 nem nocne OKOHUAHUS
mepanuu.



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

MenuiuyHCKas MOMOIIb, 32 UCKIIOUYEeHeM MeIULMHCKONM IMTOMOIIM B paMKaX KJIMHUYECKON
arnpobaiyu, B COOTBETCTBUM C ¢emepaqbHbIM 3aKOHOM OT 21.11.2011 N2 323-®3 (pen. oT
25.05.2019) «O6 ocHOBax OXpaHbl 3MI0pOBbSI TpaxmaH B Poccuiickoit demepaiym»
OpraHMU3yeTCs M OKa3bIBAETCS:

— B COOTBETCTBMM C IIOJIOKEHMEM 00 OpraHM3aluy OKa3aHUSI MeIMIMHCKON ITOMOIIM IO
BUIaM MeIMUIIMHCKON TOMOIIM, KOTOpOe yTBepPXKAAeTCs YIIOJTHOMOUYEHHBbIM (elepaabHbIM
OpraHOM MCIIOJTHUTE/IbHOJ BJIACTH;

— B COOTBETCTBMM C IIOPSIAKOM OKasaHMUs TIOMOIIM 1O MPODUII0 «IreMaTOIOTUSI»,
0o0s13aTebHBIM [IJISI MCIIOJIHeHMSI Ha Tepputopum Poccuiickoit ®Pepepauiiy  BcemMu
MeOULIVHCK/MU OPTraHU3alsIMu;

— Ha OCHOBE€ HACTOAIIMNX KIMHNYECKUX pEKOMeH,HaHMﬁ;

— C Yy4yeTOM CTaHO4pTOB ME,Z[]/IIJ,]/IHCKOVI ImoMoun, YTBEepXOEHHbIX YIIOJIHOMOYEHHbIM
(benepaanbIM OpraHOM VICTIOJIHUTE/IbHOM BJIACTU.

[lepBuuHas cIenuaanu3MpoBaHHAS MeOMKO-CAaHMTApHAas IIOMOIIb OKAa3bIBAETCSI BpPauOM-
reMaToJIOTOM ¥  MHBIMM  BpadyaMM-CIIeIMaJUCTaMMU B IIeHTpe  aMOyJIaTOpPHO
reMaToJIOrMYeCKOi/OHKOJIOTMYECKO ITOMOIIYM JIMO0 B TMEPBUMYHOM TI'€MaTOJIOTUUYECKOM/
OHKOJIOTMYECKOM KabuHeTe, TIePBUYHOM I'eMaTOJIOIMUeCKOM OT/IeIeHUM, TIOUKIMHNIECKOM
OT[IeJIeHMY OHKOJIOTMYECKOTo AMCIIaHcepa.

[Ipy BBIIBAEHUM Y TIallMeHTa OCTPoro jaumd@obiacTHOro Jeiko3a (manee - OJIJI) wman
TOJ0O3pEeHNM HAa HEro BpauM-TepamneBThl, BpauM-TepameBThl YUyacTKOBbIe, Bpauu oOOIIei
MPaKTUKM (CeMeliHble Bpaul), BpauM-CIIeIMaINCThI, CpegHue MeOUIIMHCK/Ee PAaOOTHUKU B
YCTAHOBJIEHHOM ITOpsIIKe HAMpaBJsiOT 60JIbHOTO Ha KOHCY/IbTAIIMIO B IIEHTP amMOy/l1aTOpHOI
reMaToJIOTMUYeCKOi/OHKOJIOTMUECKO/ TOMOIIM JMO0 B IEPBUUHBINA TreMaTOJOTrMUeCKUii
KaOMHeT, MepBMYHOE TeMaTOJIOTMUecKoe OTHeJeHMe MEOUIIMHCKON OpraHu3amumu [IJis
OKa3aHUs emMy MePBUYHOM CIlelMaInu3MPOBAHHON MeIVUKO-CAaHUTAPHOM ITOMOILN.

Bpau-remaTosior amOGyJ1aTOPHOTO MJIM CTAIllMOHAPHOr'O 3BEHA reMaTOJIOTMUECKON IMOMOIIN
OpraHmu3yeT  BBIIOJHEHME  OMAaTHOCTUUECKUX  MCCIeNOBAHMIA, HEOOXOOMMBIX  JIJIS
yCTaHOBJIEHMSI IYMAarHo3a, BKII0Yast pacIpoCTPaHeHHOCTh M CTaIMI0 3a00/IeBaHMS.

B cinyyae HEBO3MOXHOCTM IIPOBedEeHUSI OUATrHOCTUYECKUX WUCCIEeNOBAHUI ITAlMEeHT
HarpapJ/isieTcs Jievall¥M BpauyoM B MEOMIIMHCKYK OpraHmM3aluio, OKa3bIBAKIIYI0
MEeIOUIIMHCKYI0 TOMOIIb  OOJIbHBIM C TeMaTOJOTMUecKMMM  3a00/ieBaHUSIMM  [IJISt
YCTAaHOBJIEHMSI  MarHo3a M  OKasaHus  CHeluMaJu3uMpOBaHHOM, B TOM  YUCIe
BBICOKOTEXHOJIOTMYHO, MeAULIMHCKOM ITOMOIIIA.



ITpu BbisiBieHnn OJIJI wiM momo3peHuM Ha Hero B XO4e OKa3aHMSI CKOPOil MeaUIIMHCKOM
IIOMOIIY OOJBHOIO TepPeBOAST WM HAIIPaBjSIOT B MeOUIMHCKME OpraHu3aluu,
OKa3bIBAIOIIMEe MEIUIIMHCKYIO ITOMOIIb OOJBHBIM C reMaTOJIOTUYECKMMM 3a00/IeBaHMUSIMMU,
OIS OIpeneeHNus] TAKTUKM BeIeHUS M HeoOXOOMMOCTU IIPMMEHEHMUS! TOIIOTHUTETbHO
IPYIUX METOIOB CIelMaIM3MPOBAHHOIO TIPOTUBOOITYXO0JI€BOTO JIEUEHUS.

Creuyanu3upoBaHHasi, B TOM UMCIe BbICOKOTEXHOJOIMUYHASI, MeOMIMHCKAsE IIOMOIIb
OKas3bIBaeTCsl BpauaMM-TeMaTojJioTaMM B MEIMIMHCKMUX OpTaHM3alysIX, OKa3bIBAIOIIMX
MeIUIIMHCKYIO TIOMOIIb OOJMbHBIM , MMEIOUINX JUIeH3MI0, HeoOXOIMMYyK MaTepualbHO-
TeXHUUYECKYI0 0a3y, cepTUdULUMPOBAHHBIX CIEIMAIMUCTOB, B CTALMOHAPHBIX YCIOBUSIX U
YCJIOBUSIX JHEBHOI'O CTAIMOHApa U BKIIOYAET B ce6s1 MpoGWIaKTUKY, IMarHOCTHUKY, JIeUeHye
reMaToJIOTMYeCcKuX 3abojeBaHMit, TPeOYOIIMX MCIOJb30BaHMUS CIIelIMaJbHbIX METOHOB U
CJIOSKHBIX YHMKATbHBIX MEIULIMHCKUX TEXHOJIOI M, a TaKsKe MeOUIIMHCKYIO peabuInTaiuio.

B MeouMILMHCKOI OpraHu3aluy, OKa3blBawIleil MeIUIIMHCKYI0 MoMollb nauueHtam ¢ OJUI,
TaKTMKa MEeIMIIMHCKOTO 00cledoBaHMs U JieueHMs yCTaHAB/JIMBAeTCsS BpadyaMu-
reMaTojIoraMy C MpUBJIEUEHMEM MPU HEOOXOAMMOCTU IPYTUX Bpauei-CrenuaanucToB, Mpu
HeOoOXOIMMOCTHU C IIpOBeJleHMeM KOHCUIMymMa. PellleHne KoOHCUIMyMa Bpadeit opopmisieTcs
[IPOTOKOJIOM, MOAMNMCBIBAETCS Y4YaCTHMKAMM KOHCWJIMyMa Bpadeil U BHOCUTCS B
MeIUIIMHCKYIO TOKYMEHTAIMI0 00JbHOTO.

[TokazaHus K rOCIUTAIM3ALMUM B KPYIJIOCYTOUHBIV MJIM THEBHOV CTal[MOHApP MeAULIMHCKOM
opraHusaluy, okasbiBalollei crenuajan3MpoBaHHYI0, B TOM UlC/Ie BbICOKOTEXHOJIOTUUHYIO,
MeAUIMHCKYI0 TTIOMOIIb M0 TPOMUII0 «OHKOJOTUSI» OTMpeNessiloTCS BpauoOM-TeMaToI0rom/
KOHCMJIMYMOM Bpaueil C TIpUBJIe€YEeHMEM TIIpM HeOOXOOMMOCTM APYIuMX Bpayeii-
CIIeIMa/INCTOB.

ITokazaHusa OJig IJIaHOBOV rOCIUTAIN3aIlUN:
1. ITomo3penne/ycranosienue nuarsosa OJI.
2. lnarnoctmka peuuamsa OJIJI.

3. IIpoBemenme ouepenHoro Kypca XT B YUIOBUSIX KPYIJIOCYTOUHOIO JIMOO JHEBHOTO
CTalMoHapa.

4. [IpoBenenue saruiaumpoBaHHom TT'CK.
5. BoInmosiHeHMe TIJIaHOBBIX XUPYPrUIeCKUX BMeIIaTe/lbCTB.

6. BbIMO/IHEHME TIJIAHOBBIX SKCTPAKOPIIOPAJbHBIX METOLOB OUUIIEHUS KPOBU U
3aMeCTUTEIbHO IT0YeUYHOM Teparnun.

7. IIpoBeneHMe 3aMeCTUTEIbHOI reMOKOMIIOHEHTHOM Teparimm.

IIokasaHusa aJist BKCTPEHHOﬁ rociimraJamn3anmnm:



HeoTnosxkHbie cocTossHMS y nanyeHToB ¢ OJUJI u npu nogo3peHuu Ha OJI:
— nejikonuTo3 6omee 100 x10%/1

— (ebpuiibHas JIMX0Opaaka U MHGEKLUMOHHbIe OCIOXKHEeHUs Ha (oHe HeTpomeHUM Mociie
Kypca XT,;

— reMopparu4eckuii CMUHIPOM;
— TPOMOOTHUYECKIE OCTIOKHEHNS ;
— HEOOXOIMMOCTb ITPOBeIEeHNS IKCTPEHHO 3aMeCTUTE/IbHOI TeMOKOMIIOHEHTHO Teparinu;

— Ipyrue CUCTeMHbIe HapylleHusl, 00yCJIOBJIeHHbIe TeueHeM OCHOBHOTO 3a00eBaHUsT UK
pa3BUBIIIMeECS BCAeNCTBIE TPOBEAEHHOTO JIeueHNs.

IIokazaHMA K BBIIIUCKE MallieHTa U3 cCTalMoHapa.

1. BoccTaHOBIEeHMe ToKasaTeneit mepudepudeckoit KpoBu (TeitkounTsl 6omee 1 x 107/,
rpaHynounTsl 6oee 0,5 x 10%/1, Tpom6oIMTE 60ee 50 x 10%/1, remorno6uH 6omnee 80 r/m)
rmocsie ouepenHoro Kypca XT.

2. HopmoTrepmust B TeueHue 3-5 CYyT M OTCYTCTBME HEKOHTPOJMPYEMbBIX MHQPEKIVOHHBIX
OCJIO)KHEHMI B ITOCTIEKYPCOBOM Tepuoje.

3. KynupoBaHue reMmopparmyeckmux OCJI0KHEeHUIA.
4. KynmmpoBaHye TPOMOOTHUUECKUX OCIOKHEHMIA.

5. KYHI/IpOBaHI/Ie CUCTEeMHDBIX HapymeHI/II‘/JI, OGYCJIOBIIEHHBIX TedyeHrnemMm OCHOBHOTIO
3a00eBaHMs WU pa3BUBIINXCA BC/IeACTBME ITIPOBEOEHHOI'O JIEUEHM .

3aK/oueHe O 1ieJIeco0OpasHOCTH IepeBoja OOJbHOTO B IMPOPUIbHYIO MEIUIIMHCKYIO
OpPTraHM3alMI0  OCYIIECTB/SIETCS  IIOCAe  IPeaBapUTENbHOM  KOHCYIbTAIMM  IIO
MIPEeIOCTAaBJI€HHBIM MEIVLMHCKMM IOOKYMEHTaM W/WIM MpeaBapuTeNbHOr0 OCMOTpa
607ILHOTO BpauaMy — CIIeIIMaIMCTaMM MeOUIIMHCKOM OpraHu3alyn, B KOTOPYIO TUIaHUPYeTCsI
TiepeBoyI.

[Tlepen Haua/jOM IIPOBEIEHMSI TepaIny PpeKOMeHIyeTcsI MHPOPMMPOBATh BCEX MAIMMEHTOB O
pucke Oecriomusi IOC/Ae TPOBEIEHMS Tepanuyu U TOTEHIMATbHBIX METOIAaX COXpaHeHMUS
dbepTIbHOCTM, a Takke O HEOOXOAMMOCTM MCHONb30BaHUSI 3(DGEKTUBHBIX MeETOIOB
KOHTpaIleIMM B TeUeH e MMHMMYM OJHOTO ro/ia Iocjie 3aBepIleHns Teparmi.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUS
VIV COCTOSIHUS)

IToHOIIEHHOE CO0JTIo/IeHNe ITPOTOKOIOB JiedeHus (PeXyma Teparmmn)

CnocobHocmb 3asepuiums NOHbIL KYPC UHOYKYUOHHO-KOHCONUOAUUOHHOT mepanuu 8 meueHue
YKA3AHHO20 nepuodd 8pemMeHu, a 3amem 6biNOJHSMb NOJJepHUBAWYI0 Mepanuio 8 NOJHOM
obseme aensemcs uemkum NpozZHOCMUYECKUM (pakmopom, HEe0OHOKPamHo
Npo0eMOHCMPUPOBABUUM CB0H 3HAUUMOCMb 8 poccutickux uccnedosarusix. C amoli KoHuenyueti
coznacHel U 3apybexcHole uccnedogamenu. AdeksamHoe XT eo03delicmeue ocmaemcs
(yHOameHmMoMm ycheuiHozo yieueHus. K coxcanenuro, Headek8amHocmo 8bINOJHEHUS. NPOMOKOJI08
JleyeHust 00 Cux s16/1semcst 00HOL U3 0CHOBHbBIX NPUUUH 3HAYUMENbHO MeHblUell ¢ pekmusHocmu
seueHus nauueHmos ¢ OJI 80 MHO2UX 2eMAMOJI02UUECKUX UEHMPAX.

TapI‘ETHa}I Tepanmns

IIpozpecc 6 u3yueHuu mosekyasapHozo namozeve3a OJII npueen kK pa3pabomke HOBbIX
mapzemHulx npenapamos, m. e. MoJeKyJ, MexaHusm 0eticmeust Komopslx C853aH C 8JUSIHUEM HA
OenKu, (QYHKUUs KOMOpbuIX U3MeHSsemcsi 6 pesyivmame mymayuu uiu MmMpaHcaoKauuu.
Hanpumep, zeHemuuecKkue usmeHeHus Npu8oodsim K MymauusiM 8 2eHax, akmusupyrujux Kackaobvl
mpancoykuuu cueHana (Hanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ciusiHuw 2eHo8 uju
Mymayusim, npueodsiuiumM K NOBbIWEHUN UU YZHEMeHU MPAaHCKPUNYUOHHOU aKmueHoCmu
(Hanpumep, BCR-ABL, CEBPA), unu K HapyuleHuioo (GyHKUUU 2eHO8, 808JIeUEHHbIX 8 nepedauy
cueHana (Hanpumep, NUP98). Xoms 0ns Hekomopsix npenapamos, odelicmaylouux Ha
MOJIEKYJIIPHOM YpoB8He, U Oblia npodemoHcmpuposaHa 3ppexkmusHocms npu OJUI, ywe Ha
cmaduu KU 661710 NOHAMHO, UmMo 00NbUUHCMBO0 U3 HUX HE0OX00UMO UCNO0J1b308aMb 8 COUeMaHuu
CO cmaHoapmHuiMu yumocmamuueckumu npenapamamu [11, 28-33, 111].



IIOMOIIU

Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM

Kputepumn kauecrBa

YYP

yaA

BoinonHeH OAK c noacyeToM nenkouuTapHoi dopMynbl M onpeaeneHWeM 4ducna
TpombouunToB

BbIMONIHEHO uUMTONOrMYyeckoe wuccnenoBaHne Maska KM (muenorpamma) w3
CTepHasibHOro nyHKTaTa

BbiMONIHEHO UMTOXMMMYECKOe uccnegoBaHne Mukponpenapata KM (6nacTHbix
knetok KM)

BbinonHeHo cTaHAapTHOE LMTOreHeTuyeckoe uccrnefoBaHue (KapuoTun) acnmpara
KM (B TOM 4mucne BbINOSIHEHO UCCNefOBaHWe ANS AeTeKuun TpaHcnokauum t(9;22)
n t(4;11))

BbINONHEHO MMMYHO(EHOTMNNPOBAHME TEMOMO3TUYECKUX K1eTOK-NpeaLleCcTBEHHNL,
B KM

BbinonHeHa KT ronoBbl, OpraHoB rpyAHON W 6pIOLHOM nonocTen

BbinosiHeHa CNMHHOMO3roBas MyHKUUSA C LUTONIONMYECKUM UCCNEAO0BaHUEM KJ1ETOK
CMMMHHOMO3roBoun XWAKOCTU (MVIKpOCKOFII/I‘-IeCKOG nccnegosaHne CNMHHOMO3roBowu
XNUOKOCTU, NOACHET KNIETOK B CHETHOU KaMepe)

MaumeHTy BO BpeMss MepBOM AMArHOCTMYECKOM CMWMHHOMO3rOBOM  MYyHKLUWMU
BbIMO/IHEHO MHTpaTeKaNbHOe BBeAEeHME XMMMOMNpenapaTos

B3pocnomy nauuneHTy ¢ Ph-HeratmeHbiM OJ1J1 nposBegeHa WUT, cornacHo ogHOMY u3
ABYX NPUHLUMMOB XMMUOTEpPaNeBTUYECKOro BO3AENCTBMSA: 1) MMNyAbCHOE,
BbICOKOAO3HOE C nocsieaytower MOCTOSHHOM  noaAepXuBawLen Tepanuen
(nporpamma Hyper-CVAD); 2) 6onee TpaauunmoHHoe (cTaHaapTHoe) - 8-9-
HeaenbHas  HerpepbiBHas  WMHAYKUMS  C  MOCNeAYLWUMM  HEOAHOKPATHbIMU
BbICOKOAO3HbIMW  MWeNoabnaTMBHLIMM  KypcamMu M B NOCAeAylowWwem -
nogaep>XxXmBarwwmMm nevyeHnem

10

BbINo/IHEH BbIGPaHHbIA AN AAHHOMO MauMeHTa MPOTOKOS C HEYKOCHUTEbHbIM
cobntoileHNeM BPEMEHHOrO pernaMeHTa

11

MauneHTy, Hes3aBUCMMO OT MPUMEHSIEMOro MNpoTokona (KpoMe Tepamnuu 3pesioro
BapuaHTa B-OJ1JT), BbINOSIHEHO MOAAEPXMBAIOLLEE JeYyeHune, CcocTosLee: wu3
eXeAHEeBHOro npuemMa MepkantonypuHa**, metoTpekcaTa** (4o3MpoBKa COrfacHo
npotokony) - 1 pa3 B Heaento, MynbCOB NIOKOKOPTUKOCTEPOUAHbLIX FOPMOHOB U
BUHKPUCTUHa** — 1 pa3 B mMecsy

12

Mauwnenty ¢ OJIJ1/1IBN1 U3 rpynnbl BbICOKOrO pucka nmbo nauuneHty ¢ OJI1/JIBJT npu
peunauBe 3aboneBaHUs, a TakXe WX CMONIMHram BbINOJIHEHO onpeneneHue HLA-
@HTUIEHOB C LleNblo NoMCKa NoTeHUManbHOro AoHopa KM

13

MaumeHTy Ha 3Tanax WHAYKUMW U KOHCOMMAaUMM Mepes HayanoM Kaxaoro
nocneaywwero stana ambo 1 pas B 2 Mecsua BbINOJIHEHO KOHTPOJIbHOE
nccnegosaHne KM (nonyyeHue umtonormyeckoro npenapata KM nyTteMm nyHKUMK
(cTepHanbHaa  NyHKUMS) W UATONOINMYECcKoe  uccnedoBaHMe  Mas3ka KM
(Mnenorpamma) n3 ctepHanbHOro NyHKTaTa)

14

MaumneHTy Ha oHe noaaepxusaroen Tepanum 1 pas B 3 Mecaua B TeyeHue 2 net
W B JanbHenleM, Mocfle CHATUS C JedyeHus, Kaxable noaroga Ao 3 net
HabnoaeHnss  BbIMOMHEHO  KOHTPOSbHOe  wccnepoBaHne KM (monyuyeHue
umMtonormyeckoro npenapata KM nyTeM nyHKuMu (CTepHanbHas MNYHKUMSA) U
uMTonormyeckoe wuccnepgosaHne Maska KM (Mmenorpamma) M3 CTepHaabHOro
nyHKTaTa)

15

MaumeHTy € no3gHumM peumamsom OJI1//1IBJT Ha3HayeHa cTaHaapTHas Tepanusa OJ1J1
1-1 nnHuN
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3.

4.

IIpunoxxenme Al. CocTaB padoueri rpynibl o
pa3pabOTKe U MepecMOTPY KIMHUYECKUX
peKOMeHJall i

. CaBuenko B.I., akageMux, a.m.H., mpodeccop, reHepanabHblii gupektop ®I'BY «HMMUI]

remaTosiornm» MuHsapasa Poccun

.IlapoBnynukoBa E.H., pa.M.H., 3aBenywiias HAyYHO-KIMHUYECKUM  OTHEIOM

XMMMOTepamnuu reMo6/1acTo30B, Jepeccuili KpOBeTBOPEHMS U TPAHCIVIAHTALMM KOCTHOTO
mo3ra ®I'bY «<HMUII remaTtonorum» MuH3sapasa Poccun

. Tpounkas B.B., K.M.H., 3aBefylo1]asd HAYYHO-KIVMHNUYECKMUM OTHe/IeHMeM XMMUOTeparnmn

reMo0/1aCTO30B U Jernpeccuit KpoBetBopenuss ®I'bBY «HMUII, remaTonorun» MuH3apaBa
Poccun

. Coxo/1oB AH, K.M.H., CTapI_LII/IIL/'I HaqubIIZ COTPYOAHMK HAaYUYHO-KIMHNYECKOI'O OTAe/IEHNAI

XMMUOTEpanuM TremMo06/acTo30B U Jerpeccuii  KpoBeTBopeHust OIBY «HMMUI]
remaronorum» Munsapana Poccun

.Kysbmuua JILA.,, KM.H., 3aBeIywIilas HAYYHO-KIMHUYECKUM  OTIeJIeHueM

TpaHCIUIAHTALVM KOCTHOrO Mmo3ra ®I'bY «HMMUII remaTonorum» MuH3sapasa Poccun

.Knsicoa T.A., n.M.H., mpodeccop, 3aBeAyooInas HayYHO-KIMHUYECKON JiabopaTopueii

Mukpob6uoaoruu ®I'bY «HMULI remaTonorun» Munsapasa Poccnn

.TaBpmwmmua O.A., K.M.H., CTapIIMii HAyYHbI/ COTPYIHUK OTHAENEHUS XUMMOTEparnu

reMo0/1aCTO30B U Jernpeccuit KpoBetBopeuuss ®I'bBY «HMUII, remaTosnorun» MuH3IpaBa
Poccun

. bongapenko C.H., k.M.H., HUM neTckoil remMaTo/JOTMM M TPAHCIJIAHTOJOTUM UM. P.M.

T'opb6aueBoii, CaHKT-IleTepOyprckuii rocynapCTBeHHbI MeaUITMHCKII YHUBEPCUTET

. bapanoBa 0.10., K.M.H., CTaplINili HAYYHbIN COTPYOHUK OTHOerneHUs rematonoruun OI'bY

«HMUILI um. H.H. bioxmnHa»

. Koncrautunona T.C., ITbY3 CO «O6macTHOI remaTtojoruueckuii meHTp CBep/JIOBCKOIA

00/1aCTHO KJIMHMYECKO 60/bHUIIBI N 1»

.CamomnoBa O.C., K.M.H., 3aBenywinas otgeneHuem remaronoruu I'bBY3 HO

«Hmkeropopckast obmactHast KimHudyeckast 6onpHuiia um. H.A. Cemaiko»

.Kanmopckasa T.C., kK.M.H., 3aBenywinas otgeleHneM remartonoruu, I'bY3 «Mpkyrckas

opaeHa «3Hak [Toueta» 0o6acTHAsI KIMHMYECKast 0OIbHUIIA»

Jlamma B.A., K.M.H., 3aBegywoomuii otmenenuem remaronorun I'bBY3 S0 «Ob6mactHas
KIMHUYeCcKast 607IbHUIIA»

Kammanos K./[., K.M.H., 3aBefyooiiuin otgeneHneM remartonorun I'bY3 «Boarorpamckmi
00J1aCTHOJ OHKOJIOTMYECKUIA AUCIIaHCep»

BJIOK 110 opraHM3anyyi MeIOUIIVTHCKO ITOMOIIIM:

5.

6.

IT'eBopksaH Turpan TI'arukoBuu, samecturtens aupekropa HUU KOP @®I'bY «HMUILL
oHKoioruu um. H.H. BioxyuHa», raBHbINA CIIelMaJIiCT-0HKOI0T MOCKOBCKOJ 06/1aCTH.
ViBanoB Cepreit AHaTo/IbeBUY, 11.M.H., pod. PAH, nupektop MPHII um. A.®. Iipiba —
dunnana Iy «<HMULI pagmonorun» Munsapasa Poccun.



7. HeBobCcKUX AJiekceii AjleKceeBMY, II.M.H., 3aMeCTUTe/Ib AUPEKTopa II0 JieueOHOII
pabore MPHII um. A.®. Lpi6a — dunmana ®IBY «HMUII pagmonorum» MuH3apaBa
Poccumn.

8.Xamnosa JXanmHa BaaauMmupoBHa, K.M.H., 3aMeCTUTe/lb IOUPEKTopa  II0
OopraHMsalMoHHO-MeToauueckoit padore MPHII nm. A.®. [1p16a — punnana ®IBY «<HMUII
panuonorun» Munusapasa Poccun.

KOH(I)JII/IKT MHTEPpEeCOB: aBTOPbI 3a4BJIAIOT 00 OTCYTCTBUM KOHCb.TII/IKTa VMHTEPECOB.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

IleneBasi ayauTopusi KIMHUUYECKUX PEKOMEHIAl:

® BpauM-reMaToJIOTH;

® BpauyM-OHKOJIOTH;

® Bpauu-TepareBThl;

® BpauM-aKyllepbl-TMHEKOJIOIH;

® BpauM-aHeCTe3MOoJIOTU-PeaHuMaTONIOTH;
® Bpauu-KJIMHMUYEeCKMe (hapMaKOIOIu.

Poccuiickas vcciieloBaTe/IbcKasi TpyIIIia 10 M3yYeHUI0 OCTPhIX JIeliko30B ¢ 1995 1. mposena 3
MHoOro1eHTpoBbIx KU 1o yseuennto nammeHToB ¢ OJIJI B Bo3pacTte oT 15 1o 55 jieT, B KOTOPbIX
MPUHMMAIM yJacTHe TeMaToJoTnMdyeckue IeHTpbl u3 Oonee yem 30 ropomoB Poccunm.
Pe3ynbTaThl 3TUX MWCCIEIOBaHMUIA HEOMHOKPATHO OITyOJMKOBAaHBI ¥ OOCYKIEHbI Ha
eXXerogHbIX pabouMx COBEIaHMSIX MCCIeI0BaTeIbCKOM rpymibl. KpoMe Toro, mpu cosmaHum
HAaIlMOHAJIbHBIX pPEeKOMEeHAAIMii MCIIONb30BaH OMNBIT M  OTHEIbHBIX (emepasbHbIX
reMaToJIOTMYECKMX LIEHTPOB, B KOTOPBIX KOHILIEHTPUPYIOTCS O0JIbHbIE 3TUM 3a00/IeBaHMEM.

Poccuiickasi mccnepoBaTtenbckasg rpymma o JedeHutro OJUI B3pocaibix (manee — RALL)
SIBJISIETCSI YYACTHMKOM OOIIeeBpPOIeiCcKOi Koollepaluyuyu B 3TOiM 007acTM IeMaToJOrMU U
BXOOUT B €BpOIleiickyio pabouyio rpymnmy 1o usydeHuio OJIJI u obbemuusier 14
MCCIenoBaTeNIbCKUX TPYIIT M3 pasiMdHbIX eBpomeickux cTpaH. Ilpu paspaboTke
peKOMeHIalui TakKe VYUYUTBHIBAJICI OIBIT aMepUKAHCKUX WUCCIEeN0BATEIbCKUX TPYIIl U
pexoMmeHzanuu NCCN.

[Tockonbky OJIJI mpencrasisieT coboii penkoe 3abojieBaHMe U XapaKTepU3yeTcs
CYILIIECTBEHHOJ reTepOreHHOCThIO, B HACTOsIIIIee BpeMsi 0011ei rmporpamMmmbl geueHust OJIJT He
cymectByioT. Tepanusi OJIJI uetko nauddepeHuupoBaHa. B ocHoBe Poccuiickux
pekoMeHJallMit  JieXXaT  pe3ylabTaTbl COOCTBEHHBIX  McciiemoBaHmii, EBporeiickue
pekoMeHpaauun 1o jgedyenuro OJIJI, AMepuraHckue pekomeHaauym NCCN.

Ta6mmuua 2. Illkama ouenku Y 1[js8 MeTOOOB IMArHOCTUKM  (OMArHOCTUYECKUX

BMelIaTeIbCTB)
yana PacwudpoBka
1 CuctemaTtnyeckme 0630pbl McCCNenoBaHUii C  KOHTponeM pedepeHTHbIM MEeTOAOM WM  cucTeMaTuyeckuin o0630p

paHaoMu3npoBaHHbIX KU ¢ npymeHeHneM MeTaaHanmsa

2 OTaenbHble uccnefoBaHus C KOHTpONEM pereFJEHHbIM MEeTOAOM WM OTAeNbHble paHAoMU3npoBaHHble KU u
cncrtemMaTnyeckmne 0630pr nccneaosaHuii ntoboro An3anHa, 3a UCK/IIYEHMEM paHAOMU3MPOBaHHbIX KW, ¢ npuMeHeHnem
MeTaaHannsa

3 WccnepoBaHus 6e3 nocfiefoBaTeNlbHOrO KOHTPONsi pedepeHTHbIM MEeTOAOM WM UCCNeAoBaHust C pedepeHTHbIM
METOAOM, HEe SBNAWMUMCS HE3aBUCUMMbIM OT WCCIEQYEMOro MeToja WM HepaHAOMWU3MPOBaHHblE CpPaBHUTESNbHbIE
nccrnefoBaHus, B TOM UnUCie KOrOpTHbIE UCCNefoBaHMS

4 HecpaBHuUTENbHbIE UCCIEA0BAHMS, ONMUCaHNE KIIMHWYECKOro ciy4as

5 MmeeTcsa nuwb 060CHOBaHWE MexXaHM3Ma AEeNCTBUA N MHEHUE 3KCNepToB



Ta6mmua 3. IlIkana ouenku Y], 0yt MeTogoB IMPOMUIAKTUKY, JIEUEeHUS U peaduanTalun
(TpoduUIaKTUUECKUX, TIEUeOHBIX, peadMIUTALIMIOHHBIX BMEIIaTe/IbCTB)

yan Pacwumdposka

1 CucteMaTuyeckmnini 063op paHLOMU3NPOBaHHbIX KW ¢ npuUMeHeHneM MeTaaHanmsa

2 OTaenbHble paHAoMu3poBaHHble KW 1 cuctemaTnyeckme o0630pbl MccnenoBaHuii noboro AusariHa, 3a WUCKIKYeHueM
paHAoMU3NpPOBaHHbIX KU, ¢ npuMeHeHneM MeTaaHanmsa

3 HepaHAOMU3NPOBaHHbIE CPAaBHUTENbHbIE UCCIEA0BAHUS, B TOM YMC/IEe KOTOPTHbIE UCCIeA0BaHUS

4 HecpaBHWTENbHbIE WUCC/IEA0BaHNS, OMNMUCaHWE KIMHUYECKOro Cryyass AW Cepuu ClydyaeB, WCCeAOoBaHWUs «ciydal -
KOHTPOJb>»

5 MMeeTcs nuWwb 060CHOBaHWE MexaHu3Ma [AeNCTBUS BMellaTenbCcTBa (AOKAMHWMYECKME WCCNEeAOoBaHMA) WKW MHEeHWe
3KCnepToB

Ta6muma 4. lllkana ouenku YYP mjist MeTomoB MPOMUIAKTUKY, IUMATHOCTUKY, JTeUEeHUS U
peabmuTauuy (MpoUIAKTUUECKUX, OMATHOCTUMUYECKMX, JIeUeOHbIX, peadMInTalMOHHbIX
BMelllaTe/IbCTB)

YYP PacwudcdpoBka

A CunbHaa pekoMeHzaumsa (Bce paccMaTpuBaeMble KpUTepun 3P hEKTUBHOCTU (MCXOAbI) SIBASIKOTCS BaXXHbIMKU, BCe
nuccnenoBaHMs MMET BbICOKOE WAW  YAOBNETBOPUTENIbHOE METOAOJIOrMYeckoe KayecTBO, WX BbiBOAbl MO
MHTEPECYLWNM NCX0a4aM ABNAKTCA COrﬂaCOBaHHbIMVI)

B YcnoBHasa pekoMeHaaumsa (He BCce paccMaTpuBaeMble Kputepumn 3ddeKTUBHOCTM (MCXOAbl) ABASIOTCA BaXHbIMU,
He BCe MCCNefOBaHUS WMMEKT BbICOKOE WIW YAOBNETBOPUTENIbHOE METOAOSIOrMYeckoe KayecTBO U/min ux
BbIBOAbl MO MHTEPECYIOLWNM UCXOAaM HE SIBASKOTCSA COrflacoBaHHbIMK)

C Cnabasa pekoMeHAauust (OTCYTCTBME AOKa3aTeNbCTB HaZNexalero kayectsa (Bce paccMaTpuBaeMble KpUTeEpUn
aPeKTUBHOCTM (MCXOAbl) SBAAKTCS HEBaXHbIMU, BCE WCCIeA0BaHMS WMMEKT HU3KOe MeTOAO0s0rMyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAAM HE SABMSIKOTCS COrN1acoBaHHbIMMN)

ITopssmOK 0OHOBJIEHMS KIVMHUYECKUX PeKOMEeH Al

Mexanusm o6HoBieHMst KM mpemycMaTrpuBaeT UMX CUCTEMATUUECKYIO aKTyaau3alyio — He
pexke ueM 1 pa3 B 3 roma wiu Opu IOSIBJI€HUM HOBOM MHGOpMAaLMM O TaKTUKe BedeHMUs
MallMeHTOB C JAHHBIM 3aboneBaHueM. Pemenme 06 obHOBIeHUM npuHMMaetr M3 PO Ha
OCHOBe [IpPeIJIOKeHUIA, MpeJCTaBJIeHHbIX MeIUIIMHCKUMU HEeKOMMepUYeCKUMU
npodeccuoHaIbHbIMM ~ opraHusauyusMyu. CdhopmMupoBaHHbIe IIPEIJIOKEHUSI  TOKHBI
YUYUTBIBATDh PE3YyJIbTaThl KOMILJIEKCHONM OILI€HKM JIEKAPCTBEHHBIX MpernapaToB, MeOULIMHCKUX
MU3MIeNINIA, a TaKKe pe3y/ibTaThl KIMHUUECKOI arpobalinn.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BK/II0YasA COOTBETCTBYE IIOKA3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEeHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIeKapCTBEHHOrO Iperapara

ITPUJIOKEHUME A3.1. ITpoTokoinsl 1edeHus: OJIJI

IIpOTOKO/I POCCUIICKOI MCC/IeAoBaTeNbCKOM rpynnbl a1 Ph-meratuBHbix OJIJT y
MaleHTOB B Bo3pacTe MoJjioxke 55 et — «OJIJI-2009»



Cxema npororoaa «OJLT-2009x

Ipeoghasa: npensmzonon™* 60 mr/m?, 1-7-it aun

-

<25 % OGnacToB
I gpaza unoyruuu

Ipeornuzonon** 60 mMr/m?,

HMyaxona KM aa 8-ii 1emn —-—-—._.____________+

=25 % bGmacToB
I ghaza undyruus

Hexcavemazon®* 10 mr/m?,

8-28-ii nan + 7 gHEel OTMeHE! 8§-28-if oan + 7 gHeil oTMeHE

Hayropyommm** 45 mr/m?, 8, 15, 22-it xam
Bunkpncrua** 2 mr, 8, 15, 22-i1 qan
Acmaparngaza** 10 000 EIl/m?, 29-i1, 36-11 aun

Iyaxnna KM sa 36-if 1ens

.

I ghaza undyruun
MepranTomypna** 25 ymr/m?®, 43—70-i1 aHn
Huxnodocdamma** 1000 mr/s?, 43-ii geHs
Hurapabua®** 75 mr/m®, 45—48-i1, 59—-62-11 q1En
Acnaparnsaza** 10 000 EIl/m?, 50, 57, 64-ii aun

Hyakoaa KM aa 70-i nenn

— I——

=35 % O1acTOB

'

=5 % DIacToB

.

Koncoanoawus I Hpozpamma
o Jlekcamerazou™™ 10 mr/m?, 71-84-11 qun + 7 aHell oTMeHBI JdeYeHus
o JlokcopyOmumeE** 30 mr/sv?, 71-if, 85-i1 mun pesucmenmusix ghopm

e  Buukpuctua** 2 mr, 71-ii, 85-i1 xan

Koncoauoanus IT

Momdnkama  no3sr
MepKanTomypnHa** B
3ABHCIMOCTII oT
VPOBHA JeilKOINTOB 1
TpoMOOLITOB




¢ MepxranTomypma** 50 mr/m?, 92—-105-i1 asm

e Acnaparmsaza** 10 000 EJI/m?, 92-i1, 99-i1 1un

'

Koncoaudayusn IIT Bt ¥

. - Yucao Yucao Hoza
e  Meprantonypusa** 25 mr/m?, 106-133-i1 aun neifikonnm | TpomGonm | MepranT
e IMuxaodochammn®* 1000 mr/m?, 106-it 1eHs ToB HTOB OmypHHA
R
e Ilurapabuna** 75 mr/s?, 108—111-i1, 122-125-ii 1an >“ Bonee 2.0 | Bonee 100 | 100 %
¢ Acnaparmmaza** 10 000 EJI/m?, 113-i1, 127-i1 gan * 109 x 10%/n A03H1
_ Or 1.0 x| Or 50 x |50 %
(mna mammenToR ¢ T-OJIJI ocymectBaserca coop I'CK), 10%1 ;o | 1091 1o | moasr
ay1o-TT CK BEIIIONTHAETCA NOCTe/ BMECTO ~ 2,0 . lﬂﬂl .
10%n 10%/n
IV 1 V koHcommmarmmt) MeHee Menee 50| 0%
1.0 x | x 108/n
} 10%/n
Koncoaudayus IV

e  Metotrpekcat** 1.5 r/'m? (B Teuenne 24 1), 134-i1 1eHb
o JTlexcamerazoH** 30 mr/m?, 134—136-11 gun
*  Acnaparnnaza®** 10 000 EJI/m?, 136-i1 1eHB

’

Kouncorudauua V

* IlnTapadme** 2 r/m?, 2 paza B JeHb, 148-i1 1eHB
o Jlexcametazon** 30 smr/m?, 148—150-11 qun
*  Acmaparnsxaza®™® 10 000 EI/sm?, 150-i1 gets
'
Hooddepucusaruian mepanus 6 meyenue 2 J1em om MOMEHMNG 3A6EPIUEHUR NOCTEOHE20 KYPCa
ROHCOTROTNNN
Mexcoy quraamu noddepHcusariien mepanun Hem unmepsairee: I-u dens nociedywiiezo

Kypca caedyem cpasy 3a nocTeOHuM OHEM NPESUECTNEYIOLEZO

Hodoeprcusarwiara mepanus, yurist Ne 3(1-3): A Momdxams 2om
* Jlexcamerazon** 10 mr/m®, 1-3-i oHR MepKanTomypiHa** 11
e  Meprantonypus®* 50 mr/m?, 4-28-i1 qun > ;i?:ﬁ:ﬁi:‘a; B
*  Buukpnctua** 2 mr, 1-ii gens VPOBHA NeilKOIITOR H
¢ Jlayaopyommmu** 45 mr/sm?, 1-ii 1eHs TPoMbOmIIoS
¢  MetoTpercat** 30 mr/n?, 2, 9, 16, 23-i1 arn p,

(cymmapuas 003a aHmMpayukJAuHO8bIX aHMuUOUOMUKO8 K MOMeHmMYy 3asepuieHusi 3-20 Kypca
noddepxcusaroujeti mepanuu cocmaensem 360 me/m? 6 pacueme Ha 0ayHopyGULUH **)

IToddepcusarouwias mepanus, uuxast N° 21(4-24):

e JlexcameTasoH™* 10 mr/m?2, 1-3-11 gHK

e Mepkanronypuu** 50 mr/m?, 4—28-it 1HU

e BuHKpUCTUH** 2 MT, 1-7i eHb
Metorpekcat** 30 mr/m2, 2, 9, 16, 23-i1 U



e Acmaparmnasa** 10 000 EZI/m?, 3-i1, 10-i1 qum
Ipodunakmuxa Heiiponeiikemuu

MuTpaTekanbHO (uTapabuu™* 30 mr, Metorpekcat** 15 mr, mekcameTas3oH™* 4 mr): 0, 7, 14,
21, 28, 35, 70-i1 muu B Teuenue WT, 105-i1 meHp KoHconmupauuy II, kaxkgple 3 mMecsiia B
TeueHue MoAIePsKUBAIOIIeli Teparni.

JleueHue Hetlpoaetikemuu

[Tocme pOMArHOCTMKM HeHpOJeikeMuy Bce OOJbHbIE, MONyYaloIllye MpeIHMU30JI0H™™,
TepeBOSsITCSI HA leKcaMeTa30H™ . JlloMOaibHbIe MTYHKIMY BBITIOJTHSIIOTCSI C 4acTOTOM 1 pa3 B
2-3 OHS 00 TOJMyYeHUsI 3 HOPMaJIbHbIX aHA/IM30B JIMKBOPA, 3aT€M IMYHKIUMM BBITIOTHSIOTCS 1
pas B HeleJIl0 B TeueHne3 mec, 3aTem 1 pa3 B 2 Hel B TeueHMe 3 Mec, 3aTeM 1 pa3 B 2 MecC 110

OKOHYaHNS JIeueHNsl.

IIpoToKO/I HeMeIIKOV MccileaoBaTe/Nbckoii rpynmbl ajass Ph-neratuBubix OJII y
NManMeHToOB B Bo3pacTe moJjioxe 55 et GMALL (06/99 u 07/03)

da3a Tepanumn Ho3a, myTh BBeJeHUs Bpemsi BBegeHust

Ilpendasza (1-5-i1 gum)

IlekcaMeTa3oH™** 10 mMr/M? BHYTPb 1-5-it qHU
[uxknodpochammmg™* 200 mr/m? B/B (1 4) 3—5-7 gHuU
MeToTpekcat™* 15 Mr uHTpaTeKaaIbHO 1-11 geHb

I dbasa uagykumu (6-20-i geHb)

IlekcaMeTasoH™** 10 Mr/mM? BHYTpPB 6,7, 13-16-it gaM

BuHkpucTuH** 2 MT B/B (60JIIOCHO) 6, 13, 20-11 pHU

HayHOpYOUIIMH™* 45 mr/m? B/B (15 MuH) 6, 7, 13, 14-1i nHU
Bospacm >55 nem 30 me/Mm?

e Acmaparmnasa** 10 000 EII/m?2, 20-i1, 17-i1 gun

[-KC® 5 MKI/KT IIOAKOKHO Haunnas ¢ 6-ro gHs
Y nayueHmos ¢ ucxooHvIM

Konuuecmeom Hetimpounos <500/mkn Hauunast ¢ 1-ro gHs

TakTuka BeleHMs MAlMEHTOB C MCXOOHBIM KOJaMuecTBOM HelTpodmioB <500/Mka (Man
pa3BUBIIMMCS B TeueHMe 1-X 5 gHe):



e [IP unu uacmuuHas pemuccusi Ha 11-ii deHwb: 88edeHuUe dayHOPYOUYUHA ™™, BUHKpUCmMuHa ** u
dekcamemasoHa™* npu Heo6xo0UMoOCmu Moxcem Ovimsb nepeHeceHo 00 80CCMAHOBIEHUS YUCIA
Hetimpoguno8 >500/MK1 (Makcumym Ha Hedeio).

e [Ipu peaucmeHmHocmu uiu npozpeccuu: npodosxceHue mepanuu.

Ouenka pemuccun: 11-it m 26-i gau (¢ oreHkon MOD).

II dbasa magykuumn (26-46-v 1HU)

Lnknodochammmg™* 1000 mr/m? B/B 26-i1, 46-11 THU
[InTapabunu™** 75 mr/m2 B/B 28-31,35-38,42-45-11 1HU
MepkanTomypuH™** 60 Mr/M% BHYTPb 26—-46-1i THU
MeTtoTpekcar™* 15 Mr MHTpaTeKa/lIbHO 28, 35, 42-11 gHU

[-KCD 5 MKI/KT ITOAKOKHO HauMHas ¢ 26-r0 JHS
O6nyuenne ITHC 24 Tp

[Tauientam ¢ T-OJIJI ¢ mopaxkeHMeM CpedOCTeHMsI B Hauajie BTOpPOi (a3bl MHIAYKIUU
BbInoTHsIeTCSI KT-KOHTpOJib. [Ipy 0CTaTOUHOI OITyX0ju >2 CM ITocjie BTOPoit a3bl MHAYKIUYA
B [IPOrpaMMHYI0 Tepaliio BKIIUAIOT 00IyyeHme.

OueHka pemuccun: 46-it geHs (¢ oeHkoin MOB).

Korcomanamaa I (71-i qens)

Jexcametazon** 10 mr/m? BHYTPB 1-5-i1 N
Bunkpnctua** 1 mr/m? (max 2 mr) B/B (6omocHo)  1-ii neHs
Metotpexcat** 1.5 r/m? /B (24 1) 1-it neHs

Bospacm =535 arem 1,0 &/ 6/

#3Tonmoana** 250 mr/m? B/B (1 1) 4-i1, 5-i1 aHn
Iurrapabma™* 2 r/m? 2 paza B neus B/8 (3 1) 5-i1 neus

Bazpacm =35 aem I r/m? 2 pasa B 1eHb B/B

I-KCD 5 MET/KT MOJKO&HO Ha4iHaA ¢ 7-To JHA
Metorpexcar** 15 mr

Iurapabna** 40 mr HHTPATEKaTBHO 12-i1 nens
Jekcamerazon** 4 mr

OueHka pemuccun: 71-it gens (¢ ouenkon MODB).

Hanee nmpoBoautcs moowm3anus u coop CKK Bcem manyeHTaM CTaHIApPTHOTO PUCKA M BCeM
MaleHTaM BbICOKOTO ¥ OU€Hb BBICOKOI'O I'PYIIIT PMUCKA, Y KOTOPBIX HET JOHOPA.

CxeMa JTaJIbHeIIero JeueHus: 3aBUCUT OT TPYIIIbI pUCKa, K KOTOPOi MPUHAIIEKUT Mal[eHT.



Jas rpynnsi cTAHIAPTHOIO PHCKA:

Koncoanzanns IT (16-a nenens)

MetoTpercar**

Bospacm =35 1em

Acnaparunasa**
Meprantomypun**

1.5 v/ 8/B (24 q)
1.0 2w’ efs

10 000 Ed/w?,

60 mr/v? BHYTPB

Ounenka pemuccHn: 16-1 neaens (¢ onenkoit MOB).

Peanayknna I (22-a nexeasn)

[peaunzonon**
BuuxpuctHa**®
Hokcopyonmma**
MetoTpercar**
LluTapabus**
Jexcamerason®™
Pennaywnna IT
[uknodocdamma**
[aTapaoua™*

Meprarnronypuu®*

20 mr/n? 8/B 3 pBa

1 mr/st? 8/8 (GomocHo)

50 mr/se? B/B (15 Mun)

15 mr

40 ar HHTPATEKATEHO

4 mr

1000 mr/u? B/B
75 mr/'m? 8/

60 nr/s? BHYTPB

Ouenra pemupccun: 30-1 Heaens (¢ ouenkodi MOB).

Koncoanaanna ITT (30-a nexena)

MeTtoTpercar**
Bospacm >33 1em

Acnaparunasa®®
MepranTomypun®*

Koncoanzanusa IV (36-a sexens)

IIuTapaons**
Tennnosng
MetoTpercar**
Hutapaous™**

Tekcametazon™*

Koncoanzanna V (41-a nenens)

Huxnodocharmg**
[utapaduu**
Metorpexcar**

LlnTapaous**

1.5 r/s? B/B (24 |)

1,0 2w 6/a

10 000 Ed/ae?,
60 mr/m? BHYTPB

150 mr/s® BB
100 mr/se? 88 (2 9)

15 mr

40 mr HHTPATEKATBHO

4 mr

1000 sr/s’ 8/8
500 mr/se? B/ (24 |)

15 mr

40 mr HHTPATEKATBHO

1. 15-f xrm

2-it, 9, 16, 23-f aun

1-7. 15-21-i xuu

1-14-i1 gun
1-7-i1 aun

1=7-it 1N

1. 15-if aum

26-i1, 46-i1 ann

28-31, 35-38, 42—45-it 1im

26—46-i1 gaH

Jam 1-ii, 15-i1 aum

2-it, 9, 16, 23-i1 auu
1-7, 15-21-it 1un

1-5-i1 7am

1-5-i1 1an

1-it qenn

1-1 Hegens

1-1 Henens

1-a Hegena



Tercamerazon**

4 mr

Ouenka pesmccnn: 46-1 Heaend (¢ ouenkoii MOB).

Konconuaanua VI (46-a nenens)

Metotpekcar** 1.5 r/v? 8/B (24 u)
Bospacm =55 1em 1,0 2/w /e
Acnaparanasa** 10 000 EI/M2,
MepranTonypan** 60 mr/y’ BHYTPE
HuTpaTteraabHOE BBeleHHE NpenapaTos (52-a neteasn)
MeTtoTpekcar** 15 mr
ITutapadun** 40 mr HHTPATEKATRHO
JercameTazon** 4 mr

Ouenga pesmccnn: 52-a vegens (¢ ouenkoii MOB).

Janee nposogutea crpatidukaund no MOB-cratycy nauneHTa:

s [ pymna nusxozo pucka no MOB: oxonyanue mepanui.

1-§t, 15-i1 aumn

2-ii, 9, 16, 23-it aun
1-7, 15-21-ii arm

52-1 Hemens

o [pynna swicoxozo pucka no MOB: TI'CK wiu unmerncusias noddeprcusanowjai mepanua

WU MEPANUA & PAMKAX UCCIedosanil.

s [pyvnna cpednezo pucka no MOB: unmencusnas noddepicusaonyan mepantia.

,:L‘II Tpyooe BEEICOROID H 0M€HE BRICOKOTO PHCKEA:

IMpu Hatuyuu donopa:

*»  An10-TT'CK podcmeennan wiu HepodcTHEENHAA.

IMTpu omcymemsuu doxopa:
Koncoanaanusa [T
OJLT 53 B-npeaimecTBeHHHKOB
#Haapyonmma**

Bospacm =33 1em
#®aynapaona**
Iutapadun™*

Bospacm =35 1em
I-KCd
MeTtotpekcar**
LuTapabuu®™

NercaMmeTtazon™*

10 sr/s? /e (15 Mun)

7 me/n? a/s

30 mr/s? 88 (1 1)
2r/mie/s(24)

1 2/u afe

5 MEr/ET

15 mr

40 mr HHTpaTeKaIBHO

4 mr

Ouenka pemuccHn: 16-a Henenn (¢ ouenkoii MOB).

OJL1 m3 T-npenmecTBeHHHKOB

1-ii, 3-it aan

1-5-i1 gum
1-5-i aum

HAYHHAA ¢ 7-TO JHA

1-i1 gene



#KaaaprouH 0.2 mr'er 8/ (24) 1-5-if 1am

#DTomosma** 60 mr/m? BB (2 1) 1-5-i1 aam

Llurapaous** 1,5 r/ae? (90 namm) 1-5-if amm
Bospacm =355 1em 1 2w ale

[-KCd 5 mET/RT HaumMHadA ¢ 6-ro I

MetoTpercar** 15 Mr

LluTapaoun** 40 mr HHTPATEKATBHO 1-ii gens

Hexcamerazon™™ 4 mr

Ouetka pesuccun: 16-1 Heaena (¢ ouenxoii MOB).

AyTo-TI'CK

[TaliieHThl M3 TPYIII BBICOKOTO M OYe€Hb BBICOKOTO PMCKOB, KOTOPbIM He MOXET ObITh
BBITIOJIHEHA TPaHCIVIaHTaus, rnosy4daroT XT 1Mo nmporpaMme rpyIiibl CTAHAAPTHOTO PUCKaA C
coorBeTCcTBYWOIIMM MOB-KOHTpOseM. Ilocie roma Tepanuy BHOBb MOAHMMAETCS BOIIPOC O
BbinnojiHeHUM TI'CK.

IIporokoa M.D. Anderson CRC Hyper-CVAD/R-HMA

IIpoTrokon Hyper-CVAD cocTtouT u3 uepemoBaHusi co6cTBeHHO KypcoB Hyper-CVAD (1, 3, 5,
7) u xypca R-HMA - uurapabuHa™* m mertorpekcaTta™* B BbICOKMX Ho3ax (2, 4, 6, 8) u
IaJIbHeNIIeNn Moaaep>KBarolleil Tepannn.

da3a Tepanumn Ho3a, myTh BBeJeHUS Bpemsi BBegeHUsI
Hyper-CVAD
[nknodochammy* 300 mr/m? 2 pasa B ieHb B/B (2-34) 1-3-it BHU

(BCcero 6 BBeIeHMiN)

Bunkpuctun** 2 MT B/B 4-11, 11-i1 gHU
HokcopyOULIMH** 50 mr/m? B/B (24 1) 4-71 neHb
IlekcameTa3oH™* 40 Mr B/B U1V BHYTPb 1-4-71, 11-14-i1 nHU

HD-MTX-Ara-C
MeToTpeKrcar** 1 /M2 B/B (24 u); 1-i1 meHb
[InTapabunu™** 3 r/M* 2 pa3a B IeHb B/B (2 1) 2-1i, 3-11 mHU
Bospacm >60 nem 1 2/m° 6/6

(Bcero 4 BBelieHMS);

MeTtunnpenuusonon™* 50 mr 2 pasa B IeHb 1-3-11 gHU



(Bcero 6 BBemeHMI)

[Ipodpunaktuka mnopaxkenus I[IHC mnpoBoguTcs Ha KaXOaoMm Kypce,

CYMMapHO

MHTPATEKAJIbHbIX BBEIEHUIA:

e MeToTpekcar™* — 12 MI MUHTpaTeKa/JIbHO, 2-1 1eHb.

e [Iurapabun™** - 100 Mr MHTpaTeKaaAbHO, 7-11 TeHb.

O6s3amenvHas noddepxcusarouias mepanus 6 meuexue 2-x jem.

IIporokoa ¢paniysckoii rpynnbl GRAALL-2003

da3za Tepanun
IIpendasza
[Tpemum3sonoH™*

MeToTpekcat™*

Nupykuus 1
[TpenHM30/M0H**

HayHOpYyOUITMH™*

BuHkpucTuH**

AcnaparmHasa™*

Luknodochammm™*

oTBeTe)

@unarpactTum™*

5 MKr/KT

lo3a, IyTh BBeAEeHUS Bpems BBemeHUs

60 mr/Mm?2 oHu -7 1o -1
15 mMr uHTpaTeKaaIbHO Mexny —7 u —4
60 mr/m> 1-14-71 nam
50 mr/m?> 1-3-i1 pHKU
30 mr/m> 15-i1, 16-71 mHU
2 Mr 1,8, 15, 22-i1 numn
6000 EJI/m? 8,10, 12, 20, 22, 24, 26, 28-i1 iU
750 mr/m> 1-71 me”bp
750 mr/m? 15-71 meHsb (Ipu XOpolleM paHHEM OTBETE)

500 mr/m? (12 u)

¢ 17-ro IHS 10 BOCCTAaHOBJIEHUSI TPAHYJ/IOLUTOB

VIHTeHCUBHBI MHAYKIMOHHBIN KypPC IIPU OTCYTCTBUM peMuccum mocie I ¢pasbi

#mapyourma™*
[lutapabunu™**

@unrpacTum™*

12 Mr/M2 1-3-i1 pHU

2 /Mm% (12 ) 1-4-it nHU

5 MKI/Kr ¢ 9-ro oHS 0 BOCCTaHOBJI€HMS 'PAHY/IOLUTOB

16

15-i1, 16-71 meHb (IIpU HEJOCTATOUHOM paHHEM



KoHconuaanys — 6JI0KOBasi Tepanms

Bioku 1, 4,7
IInrapabun™*
IlekcameTa3oH™**
Acnaparynasa™*
CDMHFP&CT]/IM**
Bnoku 2, 5, 8
MeTOTpeKcaT>:<>:<
Bunkpucrtua™*

AcnaparmHasa™*

MepkanTomypuH**

dunarpactTum**

Bioku 3, 6,

[nknodochammp**

#9Toro3nm™*
MeToTpekcat™*

@unarpacTum**

2 /Mm% (12 )
10 mr (12 u)
10 000 exm/m>

5 MKT/KT

3 /M2 B/B (24 v)
2 MT B/B

10,000 ezy/m?

60 mr/m?

5 MKI/KT

500 mr/m?
75 MI/M>

25 mr/m>

1-11, 2-11 pHU
1-11, 2-11 pHUA
3-11 1eHb

7-13-11 gHU

15-71 neHb
15-71 peHb
16-11 neHp
15-21-11 muu

22-27-11 pHU

29-i1, 30-71 oHU
29-11, 30-11 gHU

29-11 neHb

5 mkr/kr C 31-ro gHSI A0 BOCCTAHOBJIEHMS IPAHY/IOLIMTOB

IMo3aHsst MHTeHCUUKanusa (MeKAy 01I0KaMM KOHCOMUaAnmumu 6 u 7)

/Insa nauuenmoes 8 IIP nocne I ¢ha3st undykuuu

[TpemHum3onoH™*
BunHkpucTuu**
HayHopyouims**

AcnaparmHasza™*

Luxknopochammm™*

@unarpactTum™*

60 mr/Mm?2
2 MI'
30 mr/m?2

6 000 ET/m>

500 mr/m? (12 u)

1-14-1 nun

1,8, 15-11 M

1-3-11 jHN
8,10, 12, 18, 20, 22-i1 nHU

15-71 geHb

5 MKr/Kr  ecyin HeliTpod sl <0,5/11, 4O BOCCTAHOBJIEHMS



/Insa nauyuenmoes 8 IIP nocne II unmeHcueHoli (ha3wl

#mapyourma™* 9 mr/m? 1-3-71 opHKU
[luTapabunu™** 2 /Mm% (12 ) 1-4-7i U
@unarpactTum** 5 MKI/Kr ¢ 9-ro gHSI 40 BOCCTAHOBJIEHMS TPAHY/IOLIMTOB

Ilogpep>xuBarouniasi Tepanmus

[TpegHM30/M0H** 40 mr/m> 1-7-1 pHM KaxkObIi Mecs1], B TedueHue 12 mec
Bunkpuctun™** 2 MT 1-i1 meHb KasKOblii Mecsl] B TeueHue 12 mec
MeTtoTpekcar™* 25 Mr/M2/He[, BHYTpb B TeueHMe 24 mec

Mepkanronypua** 60 mr/m%/meHb B TeueHue 24 mec



IMHC: npoduaakraka 1eqenne

Hpoguraxmura

MeTtoTpekcar** 15 mr 1-if 1 8-if DHH HHIYKIAH:
Lntapaoua™* 30 mr HHTPATEKATBHO 20- gens Kama0ro DIOKA
Memnanpeanusonon™®™ 40 wr KOHCOTHIALIHI,

1-fi 7enbs nosanet

HHTeHCHHEALIHHA.

Epaunansuoe obmayuenme 18 I'p nepea mawanom noagepauparomeft repamum. 6-

sepranTorrypus®* 60 sr/sl/cyT Bo Bpema obmydeHua.

Jeqeriue nefipoaeiremui, ORazHOCMUPOSARRON 6 deblome Fa000e6anuA

MetoTpercar™® 15 mr 8 BBeacHMI MRy THAMH
[uTapaoun** 30 mr HHTPaTeKATEHO  |—21 HHIYKIHH:
Memumpeaumsomon** 40 mr 4 BBelleHHA BO BPEMA MepPBHIX:

2 DIOKOB KOHCOTHIALHIH,

| BBeacHue Ha 29-11 JeHB 3 H O

DI0KOB KOHCOTHIALIHH.
Kpamnamenoe oomyaenne 15 I'p mepea TICK mm 24 Tp nepen Havamzom

NoAdepAHBAIOIIEH TepanHH, MepRanTomypan** 60 Mr/y~/cyT Bo BpeMA 00Ty9eHHA.

Ipororoa «OJLT-2009», ananTuposanssii 114 Jevennd nanueatos ¢ OJL] crapmen

po3pacTHOl rpynnst (55 aer u crapme)

Hpedgpaza: npeanmsonon 60 mrive, 1-7-i aam

-— HMyaxoas KM sa 8-# genn —_—

<25 % OIacToB =15 % baacToB
I ghaza undyraun IT ghaza umdyruun_
Ipednuzonon** 60 mr/ne, dexcavemaszon ** 6 mr/w?,

8—14-i1 gum + 7 greft oTMeHR 8—14-it zan + 7 gHeli oTMEHR



o  Nayuopyouumusa** 45 yr/s®, 8-t u 15-f qun

o  Bunkpuctaa** 2 mr, 8-fi 1 15-ii 1um
s  Acnaparunaza*® 6000 EID/s?, 29411 u 36-i1 aum

IIyaxnaa KM na 36-i genn

v

II drasa undyruuu

o  Mepranmronypaa** 25 mr/s?, 43-70-ii 1am
o Iuxnodocdanmsa®® 1000 v/, 43-i aeHs
o Lurapadma** 50 sr/s, 45-48-ii, 59-62-ii qun
e Acnaparunasa** 6000 EJI/v?, 50, 57, 64-it auu

Hyexoaa KM ma 70-i ness

-

=5 % OmacToB

'

Koncoaudauus 1

[ —,

=5 % bmacToB

Hpozpamma

Iexcamertason™* 6 mr/n>, 71-84-ii aun + 7 gmeit oTMenRsl

Jorcopyomums®™ 30 smr/ad, T1-i1 1 85-if qun

Bungpuctan** 2 wr, 71-i u 85-ii 1an

'

Koncoauodawun IT
Mepranromypua** 50 mriae?, 92-105-i aun
Acnaparunasa®® 6000 EJl/w?, 92-f u 99-ii ;

'

Koncoaudauun [T

MepranTomypua®* 25 mr/n®, 106—-133-if aun
Linknogocdavma** 1000 ur/s?, 106-ii xens
Hurapaouu®* 50 nr/w®, 108-111-i1, 122-125-i
aHH

Acnaparunasa®® 6000 EJT/s?, 113-fi u 127-i aun

Heddeprcusarouian mepaniun § mesenue 2 1em

pesucmenmusix gopm

AETEH IR

MoandHkawna 10381

| MmepranTomypraHa*® B

FABHCHMOCTH OT YPOBHA
AciiKOUMTOE H TPOMOOLUHTOR

¥

Yncao Yncao osa 6-
JedkonuToE | TpombourTo | MP

B
Bonaee 2,0 = Bonee 100 = 100 %%
10%/a 10%a 03K
O1 1.0 10%a | Or 50 = 10%a | 50 %
ao 2,0 = 10%a | xo 100 = J03BI

10%a
Menee 1.0 = Menee 50 = 0%
10%a 10%a

om moMenma sasepuenun nocrednezo 1 wypea konconudane.

Mencdy wuwxiamu noddeprcusawuiein  mepanuu  Hem unmepearos: I-ii dens

nociedioezo Kypoa ciedyem cpasy 3a noca1edHuM dHem HPedileCmeyoezo,

HMoeddeprcusarouian mepana, quras Ne §(1-8);

Hexcamerazon™™* 6 mr/n®, 1-3-f gun
Mepramromypua** 50 wmr/s®, 4-28-ii aum
Bunxpuctua®* 2 mr, 1-ii 1eHp
Metotpekear®* 30 mr/m?, 2. 9, 16, 23-ii 10H
Acnaparunaza** 6000 EJI/»°, 3-i1 1eHB

T T 1 P p— (s e o R P A T

~

Moandurarma 10361

siepranTomypuHa** 1
seroTpeKcara® B
3ABHCHMOCTH OT YPOBHA

JAciKOUMTOB H TPOMOOLHTOB




T T Tre rrwarTw rrgerr frrapearrwrarey g ees ¥ o Wage Wy
s  Mepranmromypuua®* 50 mr/v?, 4-28-i1 aan J
o  Buaxpucrus®® 2 ur, 1-i 1eus

s  Mertotperkcar** 30 mr/m?, 2. 9, 16, 23-ii 161

ITpopunakmuka Heiipoaetikemuu

MuTtpaTekanbHo (IuTapabuu** 30 Mr, MeToTpekcaT** 15 mr, mekcametason™* 4 mr): 0, 7, 14,
21, 28, 35, 70-i1 muu B Teuenue UT, 105-71 meHp KoHconumauum II, Kaskapie 3 Mec B TedeHue
MO/ Ie p>KUBAIOIIEei Teparmn.

JleueHue Hetipoaetikemuu

[locne nAMarHOCTUKM HelposielikeMuM BCe TMalMEeHThl, IOJy4aloIle MNpeaHM30I0H™%,
IIepeBOISITCSI Ha leKcaMeTa30H™ . JIloMOa/ibHbIe ITYHKIMM BBITIOJTHSIIOTCSI C 4YacTOTOM 1 pa3 B
2-3 [OHS [0 TIONyYeHUsI TpeX HOPMA/IbHbIX aHA/JIM30B JIMKBOPA, 3aTeM IIYHKIUU
BBIMIOJIHSIIOTCSL 1 pa3 B HeJlesll0 B TedeHue 3 Mec, 3aTeM 1 pa3 B 2 HeJl B TeUueHue 3 MecC, 3aTeM
1 pa3 B 2 MeC 10 OKOHUYaHMS JIeUeHUS].

IIpOoTOKOJI eBPOIeiiCKOM IPYIIIbI 10 JIEYUeHUIO NMaluyeHToB crapiie 55 get ¢ OJI1

Ilpendasa: mekcamera3oH** (mepopanpbHo, 10 mr/m2, B 1-5-if mHuM), MeToTpekcaT**
(uHTpaTeKkaabHO 12 mr, B 1-i1 feHb).

Nupykuus, dasa I: gekcamerason™* (mepopaiabHo, 10 mr/m? B 6-7-it*, 13-16-it gHM);
BUHKPUCTUH™* (BHYTPUBEHHO, 1 MT B 6-i1, 13-ii mHN); #umapyouriuu™* (BHyTpuBeHHO, 10 mr,
B 6-7-i1, 13-14-i1 nHK); meToTpekcaT** (BHyTpuobomsoueuHo, 12 mr) + mekcameTa3oH™**
(BHYTpMOOOI0YEUHO, 4 MT) + HUTapabuH™* (BHyTpuobosoueuHo, 40 mr) B 12, 20, 27, 34-i
nuu; [-KCO® (mogkoskHO, 5 MKI/KT, B 6-i1 [eHb, OO BOCCTAHOBJEHMSI KOJMYECTBA
HeitTpodwios >1,0 x 10%/n).

o

Nupykuus, dasa Il: umknodochamun™* (BHyTpusBeHHO, 300 mr/m> B 20-22-it muuM)[1];
IMTapabuH** (BHYTpUBEeHHO, 60 Mr/m? B 21-24-71, 28—31-it IHN).

o,

Konconmupmanus (Kaxgble 4—-6 Hem): umkiael 1, 3, 5 — metorpekcar™* (1000 Mr/m2; y
namyuenToB >70 yeT — 500 Mr/mM2, BHYTpUBEHHO, B 1-if meHb); acmaparnHasa™* (1000 EIl/m?; y
nmanyentoB >70 jmetr — 5000 E,Z[/Mz, BHYTPUMBIILIIEYHO, BO 2-V I€Hb); UUKIbI 2, 4, 6 —
murapabua** (1000 Mr/m?; y manyenTos >70 neT — 500 Mr/M?, BHYTpUBEHHO, B 1, 3, 5-71 JHMN).

IMogaeps;kuBaroniasi Tepanus (IJIUTEJIbHOCTBIO A0 2 JIeT): JeKcaMeTa3oH™™ (mepopasibHo, 40
MI' B 1-2-i1 gHM); BUHKPUCTUH™* (BHYTpMBEeHHO, 1 Mr B 1-ii IeHb); MepKaIlTOIypuH™*
(epopasbHo, 60 Mr/mM> B 1-90-it AHM); MeTOTpeKcaT** (BHYTpMBeHHO, 25 Mr/mM?, 1 pas B
He[eJ).

IIporpammubl JieueHus aumdomsl BepkurTa

JIb-M-04



Cxema neuenus: npendasza—-A-C-A-C.
IIpendasa:

e Tluxnodochammm** 200 Mr/M? B/B, 1-5-i1 mHU
o JlexcameTa3zou** 10 mr/m2 B/B, 1-5-i1 mHU

Biok A:

o Udochamma** 800 mr/m? B/B, 1-5-i1 gHM

e Metorpekcat** 1,5 r/m? B/B (B TedeHue 12 u), 1-it meHb

e BUHKpUCTUH** 2 MT B/B, 1-Ji IeHb

o Jloxcopybuumu** 50 mr/m? B/B, 3-i1 IeHb

e Ilurapa6buu** 150 mr/m? B/B Kasknble 12 4, 4—5-1 mHU (BCcero 4 BBeeHMS)
e Dromo3un** 100 mr/m? B/B, 4—5-it mHM

e Jlexcamera3zou** 10 mr/m? B/B, 1-5-i1 mHU

Baok C:

e MetoTpekcar™* 1,5 r/m? B/B (B TeueHue 12 ), 1-it meHb
Bun6MacTMH** 5 MIr/M? B/B, 1-i1 [eHb

LuTapabuu™* 2 /M2 B/B Kaskapie 12 u, 2—3-it qHU (Bcero 4 BBeeHMS)

Atono3ng** 150 mr/m? B/B, 3—5-it THU
o Jlekcamera3zou** 10 mr/m2 B/B, 1-5-i1 mHU

[TIpobunakTuKy HelponeiikeMuu MpOBOAST B 1-it meHb mpendassl M B 1-it IeHb KaXKIOTO
0JI0OKa B BUJe MHTpaTeKajabHOro BBemeHus XT: uurapadbua™* 30 mr, meTorpekcat** 15 wmr,
MpeaHn30J0H** 30 MT.

Putykcuma6™** 375 Mr/m? BBOIST B 0-if IeHb KaKIOT0 6/10Ka (BCEro 4 BBeieH )
R-Hyper-CVAD/R-HMA

Iuknsl 1, 3, 5, 7 (Hyper-CVAD):

Luxknodbochamma™* 300 Mr/M2 B/B Kaskabie 12 u, 1-3-it quu (Bcero 6 BBeIEeHMIA)
e JlekcameTa3oH™* 40 Mr B/B Wi BHYTpPb, 1-4-i1, 11-14-ii iU

Iloxkcopy6uumu** 50 Mr/M> B/B HeIpepbIBHOI 24-4acoBoii MHQY3Meil B LIeHTPaIbHBIIl
Karerep, 4-1 IeHb
e BUHKpUCTUH** 2 MT B/B, 4-11, 11-71 mHU

IHuknsl 2, 4, 6, 8 (HMA):

e Metotrpekcat™* 1000 Mr B/B HemlpepbIBHOI 24-yacoBoit MHy3Meit, 1-ii feHb

e Ilurapabun** 3 r/m? (y 60mbHbIX cTapure 60 neT — 1 r/m?) B/B Kaxkaple 12 4, 2—-3-it DHU
(BCcero 4 BBeeHMS)

e MeTwmnpeaun3oaoH™** 50 Mr B/B Kaxkaple 12 u, muu 1-3-ii M (Bcero 6 BBeIeHMN)



e Purykcuma6** 375 mr/m? B/B, 1-it, 11-31 muu (UmKisl 1, 3) u 2-it, 8- (uuKisl 2, 4) — Bcero 8

BBeIleHU
e [Ipodunaktuka mnopaxkenusi LIHC mnpoBoguTcs Ha KaXIOM Kypce, CyMMapHo 16
MHTpPATEeKaJbHbIX BBeIeHUN: MeTOoTpekcat™* 12 Mr MHTpaTeKaJbHO, 2-ii [eHb,

uutapadbua®* 100 Mmr MHTpaTeKaabHO, 7-i1 TeHb
R-DA-EPOCH

e Putykcumab™* 375 Mr/M?2 B/B, 0-i1 IIeHb

e Jromo3un** 50 mr/m2 B/B 3a 24 u, 1-4-it gan!

o Jloxcopy6uumu** 10 mr/m? B/B 3a 24 4, 1-4-i1 gan!
e Bunkpuctuu** 0,5 mr B/B 3a 24 4, 1-4-igHnu

e [Ipemuusonon™* 60 MT/M> BHYTPb 1-5-i1 mHU

o Iluxnodochammn** 750 mr/m? B/B, 5-it meHb[2]

NHL-BFM 90 (B-HXJ12004 ma0.)
Cxema JieueHUs:
e ['pymma HM3Koro pucka: V-A-B

e [pymnra IPOMEXYTOUHOTO pPUCKA WIM BBICOKOTO pucka: V - AA - BB, namee -
pecTagupoBaHue

e ecm I[1P, To AA — BB (- AA - BB — y mauiieHTOB BbICOKOT'O PUCKA);

e ecCau HemomHbINM oTBeT, TOo CC, Ianee — pecTagupoBaHue;

e ew nocturHyrta Bropas [IP mim oTcyTcTBMe OIyX0JIeBOV TKaHU, 10 JaHHBIM ITIOBTOPHOM
6moncum, To AA - BB - CC

* ec/u OITyXoJieBasi TKaHb, IT0 TaHHBIM ITOBTOPHO 61moricum, To ayto-TT'CK

IIpodasza (V):

e TIpegHusonon** 30 MT/M?> BHYTPb WU B/B, 1-5-i1 1HU
Iuxnodochamma** 200 mr/m? B/B, 1-5-it gHK
e MeToTpekcat™* 12 Mr MHTpaTeKaabHO, 1-ii TeHb

LuTapabuu™* 30 Mr MUHTpaTeKaJabHO, 1-71 JeHb

[Tpeguu3onon™* 10 Mr MHTpaTeKaabHO, 1-i1 TeHb
biok A:

o JlekcameTasoH** 10 Mr/m?2 B/B Win BHYTPb, 1-5-i1 THU

e Udochammm** 800 mr/m? B/B, 1-5-i1 gHM

e MetoTpekcar** 500 mr/m? B/B, 1-i1 neHb (24-yacoBas MHbY3MS)

e Ilnrapabuna** 150 mr/m? B/B Kasknble 12 4, 4—5-1 mHY (BCero 4 BBemeHMs)
e Dromo3un** 100 mr/m? B/B, 4—5-it GHU

o,

e MetoTpekcaT™* 12 Mr MUHTpaTeKaabHO, 1-7i IeHb



LuTapabuu™* 30 Mr MHTpaTeKaJIbHO, 1-71 JeHb
[Mpeguu3zonon™* 10 Mr MHTpaTeKaabHO, 1-7i Te€Hb

binok B:

IlexcameTasou™** 10 Mr/m2 B/B MIn BHYTPb, 1-5-i1 mIHU
Lnxnodbochammum** 200 Mr/m? /B, 1-5-it HU

MetoTpekcaT** 500 mr/m? B/B, 1-i1 JeHb (24-4acoBas MHOY3MS)
Ilokcopy6uumu** 25 mr/m? B/B, 4—5-it BHU

MeToTpekcaT** 12 Mr MUHTpaTeKaabHO, 1-ii1 TeHb

LnuTapabuu™* 30 Mr MHTpaTeKaJIbHO, 1-Ji JeHb

[Mpenpun3onou™* 10 Mr MHTpaTeKaJIbHO, 1-71 JeHb

biok AA:

IlexcameTa3ou** 10 Mr/m2 B/B Min BHYTPb, 1-5-i1 IHU

Udbochamun** 800 mr/m? B/B, 1-5-it nHU

MeToTpekcat™* 5 r/m? B/B, 1-it meHb (24-dacoBast MHOY3MsT) (TP JIEIeHUN TI0 TIPOTOKOIY
B-HXJI 2004 ma6. — 1 r/m?)

Bunkpuctua** 1,4 mr/m? (He 60mee 2 Mr) B/B, 1-ii IeHb

Lutapabun™* 150 Mr/m? B/B Kaxkaple 12 4, 4—5-i1 gHK (Bcero 4 BBeeHMS)

Atomno3ug** 100 mr/m? B/B, 4—5-it THM

MeToTpekcaT** 6 Mr MUHTpaTeKaabHO, 1,5-V1 mIHU

LnuTapabuu™* 15 Mr mHTpaTeKaabHo, 1,5-71 THU

[TpegH130M0H** 5 MI MUHTpaTeKaabHO, 1,5-71 IHU

biaok BB:

IlexcameTa3oH** 10 Mr/m? B/B WM BHYTPb, 1-5-i1 IHU

Iuxnodochamma** 200 mr/m? B/B, 1-5-it gHK

MeToTpekcat™* 5 r/m? B/B, 1-it meHb (24-uacoBast MHPY3Ms) (TP JIedeHUM TI0 TIPOTOKOTY
B-HXJI 2004 ma6. — 1 r/m?)

Bunkpuctua** 1,4 Mr/m? (He 6omee 2 Mr) B/B, 1-ii IeHb

Iloxcopy6uumu** 25 Mr/m? B/B, 4—5-it THU

MeToTpekcaT** 6 MI MUHTpaTeKa/JbHO, 1,5-71 THU

[Iutapabuu™* 15 Mr MHTpaTeKkaabHO, 1,5-i1 THU

[TpegHM30M0H** 5 MI MUHTpaTeKaabHO, 1,5-71 THU

Bbaoxk CC:

IlekcameTa3ou** 20 Mr/m?2 B/B WIu BHYTPb, 1-5-i1 THU
Bunkpuctuu™* 1 MT/M> (He 6os1ee 2 mr) B/B, 1-ii meHb

LiuTapabuu™* 2 /M2 B/B Kaskapie 12 u, 1-2-it quu (Bcero 4 BBeeHMS)
Atono3ng** 150 mr/m? B/B, 3—5-it BHU

MeToTpekcaT** 12 MI MHTpaTeKa/lbHO, 5-i1 JeHb



e Illurapabuu** 30 Mr MHTpaTeKaJbHO, 5-71 TeHb

e TIpemunusonon™* 10 Mr MHTpaTeKa/lIbHO, 5-i1 JeHb

e Pyurykcuma6** 375 mMr/m? B/B 6-8 4acos, 0-it meHb KaskIoro 6710Ka (B paMKax IIPOTOKOIA B-
HXJI 2004 mab6. B 0-71 meHb 1-x 4 6JIOKOB)

IIporpammel ieueHUs: penuauBoB U pedpakTepHbIx hpopm OJIJI

Flag-Ida:

#dmymapabuu™* 25 mr/m2 B/B 3a 30 MUH, 1-5-71 gHU

LIutapabuu** 2 r/M> B/B 3a 4 4 4epe3 4 4 rocne #daynapabunHa**, 1-5-i gam
#mapyourua™* 10 mr/m2 B/B 3a 15 MuH, 1-ii U 3-it THU
[-KC® 5 MKI/KT ITIOOKOXHO C 7-T'0 AHS IO BBIXOAA M3 LIMTOIEeHUM

Bopre3omub6 + mekcameTasoH”* + MUTOKCAHTPOH + BUHKPUCTHMH** + acrmaparmHasa™*

bopresomu6 1,3 mr/m? B/B KarenbHo, 1,4, 8, 11-7 muu

o JlekcaMeTa3oH** 10 Mr/M?, pa3menus Ha 2 BBeeHMsI BHYTPb, 1 —14-it nHu
e MuTtokcaHTpoH™* 10 MT/M? B/B KarenbHO 3a 15-30 muH, 1-ii, 2-i1 1eHb

e BunHkpuctuH** 2 Mr B/B CTpYyitHO, 1, 8, 15-i1 nHK

e Acmaparunasa** 5 teic. En/m? B/B KamnenbHo, 15-21-71 mHu

BceMm maimyeHTaM ITPOBOAMTCSI MHTpATeKa/JbHas Tepamnusi: B 1-ii geHb uutapadbma™* 30 Mr.
Ecm ectb BoBieuenue IIHC: mHTpaTeKaJbHO MeTOTpeKcaT** 15 mr, murapadbuu™* 30 wmr,
nekcameTas3oH™* 4 mr, 8, 15, 22-i1 nHK. Y malMeHTOB C pa3BUBIIeCS MOAMHeliponaTueil 103a
BUHKPUCTUHA™* pemyiiupyeTcsi 40 1 MT ¥ BBOAUTCS B IHM 1-71 1 8-7i gHMN.

HeﬂapaGMH + HMKJIO(bOC(baMMﬂ** + #BTOHO?’MH**

Cxema: 6ok N u 610k CE mpoBOASIT C MHTepBaJioM 2 OHS MeXAy coboii B 10004
IIOC/IeIOBATEIbHOCTI.

binok N:
o Hemapabuu** 650 mr/m? B/B KanenbHO 3a 1 9, 1-5-71 muy (i 8—12-1)
biaok CE:

o Iuxnodochammm** 440 mr/m? B/B KarnenbHo, 8—12-it guu (i 1-5-if)
e #Jromo3un** 100 Mr/m? B/B KanenpHo 3a 1 4, 8—12-i1 guM (ytn 1-5-if)

BFM-REZ 2002
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Cxema:

I'pyrira S1 (mo3gHMi1 U30JIMPOBAHHbBI BHEKOCTHO-MO3TOBOM peLiUANB).

I'pynna S2 (oueHb paHHMII M PAHHUI M30JAMPOBAHHBLIN BHEKOCTHOMO3IOBOM peLUANB,
MO3aHMII KOCTHOMO3roBoVi He T-OJIJI 1 ¢ KOMOMHMPOBAHHBIM PAaHHUM WJIM MMO3OHUM He T-
OJI).

I'pynna S3 (C paHHUM MU30IMPOBAHHBIM KOCTHOMO3T'OBBIM peluansoM He T-OJLT).

I'pynma S4 (c ouyeHb paHHMM KOMOMHMPOBAHHBIM M M30JMPOBAHHBIM KOCTHOMO3TOBBIM
peuuanBOM, peuuanB KOCTHOMO3roBou T-OJUI).

Bbinoxk Fl1(uHaykuus):

o JlekcameTa3oH** 20 MI/M? BHYTPb, 1-5-it IHU

o Bunkpuctun** 1,5 Mr/m? (MakcuMabHasi 103a — 2 MT) B/B CTPYitHO, 1-i1, 6-71 HHM
e MeToTpekcar™* 1 /Mm% B/B nHPy3us B TeueHne 36 4, 1-i1 IeHb

Acmaparusaasa™* 10 Tbic. ELI,/M B/B KaIejbHO 3a 6 4, 4-i1 IeHb

MHTpaTeKalbHOE BBeJleHMe MeToTpekcaTa™™ 15 mr, nurapabuHa™* 30 mr, mekcameTasoHa™** 4
MT B 1-11 neHb.

binok F2:

o JlekcameTa3oH** 20 Mr/M? BHYTPb, 1-5-it IHU

o Bunkpuctun** 1,5 mr/m? (MakcuMabHasi 103a — 2 MT) B/B CTpyitHO, 1-i1, 6-71 [HM
Liurapabuua™* 3 r/M2B/B3a3u2 pasa B ieHb, 1-2-i1 fHU

Acnaparmuna3sa™* 10 TbIC. En/m?2 B/B KamesnpbHO 3a 6 4, 4-11 1eHb

MHTpaTekaabHOE BBeIeHMe MeToTpekcaTa** 15 mr, nurapabuna™* 30 mr, mekcameta3oHa™* 4
MT, 5-71 TeHb.



Biaok R2:

o JlekcameTa3oH** 20 MIr/M? BHYTPb, 1-5-it IHU

e Mepxkanrtonypua** 100 mr/m? BHYTpb, 1-5-1 [HM

e BuHKpUCTUH™* 1 Mr/M2 B/B KaIleJbHO, 1-i1 1eHb

e MeTtoTpekcaT** 1 /M2 B/B MHQY31s B TeueHue 36 4, 1-i1 1eHb
o #Vdocdamma** 400 mr/m? B/B uHdysus 3a 1 4, 1-5-7 gHK

o JlayHOpPYOGMLIMH** 35 Mr/M? B/B MHbY3MS 3a 24 4, 5-i1 IeHb

e AcnaparusHa3za™* 10 Tsic. En/m? B/B KaIesqpHO 3a 6 4, 6-i1 IeHb

MHTpaTekagbHOE BBeIeHMe MeToTpekcaTa** 15 mr, nuurapabuna™* 30 mr, mekcameta3oHa™* 4
MT B 1-11 neHb.

biaok R1:

e JlekcameTasoH** 20 mMr/m?2 BHYTPb, 1-5-i1 1HU

e MepkanTomypua** 100 mr/m? BHYTpb, 1-5-i1 BHU

o Bunkpuctun** 1,5 Mr/m? (MakcuMabHasi 103a — 2 MT) B/B CTPYitHO, 1-i1, 6-71 HHM
e MeTtoTpekcat™* 1 r/m% B/B nHPy3us B TeueHne 36 4, 1-i1 IeHb

e Ilmrapabuu** 2 r/m% B/B 3a 3 U 2 pa3a B 1eHb, 5-i1 IeHb

e Acmaparunasa** 10 teic. En/mM? B/B KalenbHO 3a 6 4, 6-1 [eHb

MHTpaTeKaqbHOE BBeleHMe MeToTpeKcaT** 15 Mr, utapabun™* 30 mr, mekcameTasoH™* 4 Mr
B IeHb 1-11.

Biok II-Ida:

o JlekcaMeTa30H** 6 MI/M? BHYTPb, 1—14-it nHU

o BuukpuctuH** 1,5 Mr/m? (MakcuMasbHas 103a — 2 MT) B/B CTpYIiHO, 1, 8, 15, 22-71 [HK
e #Mmapyouiiuu** 6 MT/M? B/B KaIenbHO 3a 15 MuH, 1, 8, 15, 22-it nHM

e Acmaparunasa** 10teic. En/m? B/B KanenbHo 32 6 4, 1,6, 11, 16-71 mHu

e Iluxknodochamma™* 1 r/mM2B/B3alul pas B IeHb, 29-ii TeHb

e Ilnrapabunu** 75 mr/m? B/B 1 pa3 B neHb, 31-34 1 38—41-1 nuu

o #6-TuoryaHuH** 60 Mr/m? BHYTpb, 29-43-it 1HU

MHTpaTekaabHOE BBeIeHMe MeToTpekcaTa** 15 mr, nurapabuna™* 30 mr, mekcamera3oHa™* 4
mrB 1, 15, 31, 38-i mHMN.

Cxema nporokoiia «Ph+ OJIJI-2012»
IIpedgpasa:

e JlekcameTa3oH** 10 mr/m2, 1-7-11 gHU
e lmatuun6™* 600 Mmr (rocjie noaTBepskaeHust Ph+)

IIyukuusst KM Ha 8-11 neHb



I ¢paza undykuuu (8-43-ii oHu):
e JlexcameTasoH™* 6 Mr/m?, 8—22-11 GHM + 5 IHE OTMeHbI
e Bunkpuctun** 2 mr, 8, 15, 22, 29, 36, 43-it nHU

e lmatuHn6™* 600 Mr BHYTPb, 8—43-i1 THU

JliombanvHas nyHkuyus ¢ 8gedeHuem 3 npenapamos 8 0, 7, 14, 21, 28, 35-1i OHu.



II paza undyryuu (44-70-it dnu)
Huarssno** 600 Mr eHyTph. 44—70-5 1HH

Acnaparanasa** 10 000 EII/m, 49. 56, 63, 70-i 1an

JTombaterar mywxyus ¢ esedenuem 3 npenapamoes 6 37-i denb.

IIyaxoaa KM ga 70-# geas

— e

<5 % OmactoB =5 % OmaacToB

v

ouenxa MOB B8 KM|

v

Ipozpamma

JAEYEHUR

pesucmenmnsx hopy

Koncoandauua I (T1-105-i onu)

o  HMuaruaudo** 600 ur pHyTpe, 71-105-i1 aun (ecan et MonllP. nepexoa Ha Ja3aTHHHO

140 mr) Moaudukamns 10381
o Mepkamromypun®* 25 M/, 71-105-if zmm :“;‘:n“‘;:;ﬁfgzﬂ;:
s MetoTpekcar** 500 ur/m? p/B kan 3a 2 4, 77-i, 91-if 1Hm YpOBHA TefikOUHTOB
e Acnaparumasa®* 10000 EJI/s?, 78-it, 92-it aum H TPOMOOIIHTOR
JrombatbHas HyHKYUA ¢ seedeqtued 3 npenapamos & 71-1i denb.
Mynxnas KM ma 105-i nens ouenka MOB 8 KM (zens +105)
Konconudawin IT (106-133-4 dnu)
o  Huatuano** 600 mr sayTpe, 106-133-f aun (nan gasataano 140 vr)
s Jlexcamerazon** 6 mr/m®, 106-120-i aun + 4 1HA oTMEHE
o  EHaapyonuma** 6 mriv?, 106-i, 120-i 1am
s Buaxpuerun®™* 2 mr, 106-ii, 120-if 10w
JrombatbHas nyRkyua ¢ eeedenuem 3 npenapamos & 106-ii denb,
Mynxnas KM ma 133-i zens joucnxa MOB s KM _(zens +133)
Koncoaudanus I*I (133-161-it onu) ‘l Yncao Upcao Tlosa
s  IIvaraano®* 600 sr, 133-161-i guu (wam gasaTanso 140 Aefikonn | TpoMGoNH | MepKan
a1 TOB TOB ::T:pn
o  Mepranromypun®® 25 smr/s?, 133-161-if asm > E'iﬂ;* 13-” fﬂlﬁ;m :ltg“;b
o Ilurapadun™* 50 mr/n®, 135-138-i1. 149-152-it qun Orl0x |O150=x 50 %
e Acnaparsmasa** 10 000 EJUst, 1413, 155+ aun ;”g: Ao ig;" a0 | Aoln
Tombatsnas nyuxyua ¢ esedenuem npenapamos & 134-ii denp,/ 105/ = 10%71
Myaxmua KM #a 161-i xens| oucnxa MOB s KM (1emn +161) T;‘l“ 1:‘:3;-‘;5” 0%
10%a

IToddepicusarouias mepanusi 8 meueHue 3 jem om MOMeHMA 3asepuleHUs] NOC/1e0HE20

Kypca koHconudauuu (nocine TI'CK noddeprcusarouias mepanust nposodumcs moswvko UTK
6 meueHue 2 niem).



Mexcdy uuknamu noddepycusarouleii mepanuu Hem uHmepaeanos: 1-ii deHv nocnedymwoiuiez2o
Kypca cnedyem cpa3sy 3a nociedHum oHem npedulecmayiouiezo.

IToddeprcusarouian mepanun, wura Ne 3(1-3)(naqaro 28-i nedeau + 191-ii dens)

s  Huaaturno*™® 600 sr, 1-42-it guu (m gasataauo 130, ur) Moznduxa 1038

9 LL ]
o Jlexcamerazon™* 10 aor/s’, 28-32-i1 1am MEPEATITOMYPHHA™™ H
MmeToTpekcaTa** B
FABHCHMOCTH OT }'PDBHH

o Mepramronypun®* 25 ur/ac, 33—42-it aHH AeHKOLHTOB H TPOMOOLIHTOB

e Bumkpumerus®* 2 ar, 28-i 1eHB

o  Merorpexcar®* 30 ar/n’®, 35-i1, 42-51 qun

ITpopunakmuka Heiipoaetikemuu

e lHTpaTeKkasbHO (uTapabuua™* 30 mr, MeToTpekcaT** 15 mMr, fekcaMmeTasoH** 4 Mr):

e BO BpeMmst uHayKium: 0, 7, 14, 21, 28, 35, 57-it guu;

e BO BpeM$s KypcoB KoHconupauum: 71-1 nmeHb (I xoHcommpauus), 106-1 menn (II
KOHconmupauus), 134-i nenb (111 kKoHCOMMmanus);

e KaXIble 3 MeC B XOZe 3 JIeT oA Jep>KMBaolleil Tepanuu B 1-i1 JeHb Kypca 40 3aBepIlieHus
BCei1 IIPOrpaMMBbI JIeYeHUS T10 IPOTOKOIY (9 MyHKIUIA).

JleueHue Hetiponetikemuu

[locjie OMarHOCTUMKM HelposieiikeMuy Bce IALIMEHThbI, MOJyvyaloliye MpegHU30I0H™,

IIepeBOSITCS Ha JeKcaMeTa3oH™™ . JIloMOaibHbIe ITYHKIMY BBITIOJTHSIIOTCSI C 4YacTOTOM 1 pa3 B
2-3 OHS 00 MOMy4YeHUsI 3 HOpMa/IbHbIX aHAJIM30B JIMKBOPA, 3aTEM MYHKIMM BBITIOJHSIOTCS 1
pas B HeJleJll0 B TeueHue 3 Mec, 3aTeM 1 pa3 B 2 HeJl B TeueHue 3 Mec, 3aTeM 1 pas B 2 MmecC 110
OKOHYAaHUS JIeUeHMsI.

Cxema Tepanuu 61MHaTyMmomadoom™*

Ilpendasa: OGmumHatymomab™* 9 mMKr/cyT, 1-4-i1 OHM, KPYIJIOCYTOYHAs HeIpepbIBHAS
MHPYy3UsI.

Kypc: 6auaatymoma6™** 28 Mkr/cyT, 1-28-i mHM, KpyIIOCYTOUHAsI HeIpepbIBHAS MHQY3MS.
VHTepBai mexny Kypcamu — 14 nHeir.

PekomeHI0BaHO 2—4 Kypca.

Cxema Tepanmu MHOTY3yMaO0M 030TaMUIINH **

1 muk (21-28 gHeit): MHOTY3yMaOboM o3oraMmuinH™* neusp 1-i — 0,8 MI‘/MZ, IeHb 8-1 u 15-11 -
0,5 mr/m?.

PekomeHI0BaHO 2—4 Kypca.

CxeMa Tepanuyu #BeHETOKJIAKC + #IenuTadoH



1-i1 uukna (28 gHeir): #nenutadbuyd 20 mr/m2, 1-5-it quu + #BeHeTokIakc 400 mr, 2 p/cyT, 28

IHeI.

CnemyeT 0OpaTUTh BHMMaHMe Ha HEOOXOOMMOCTb KOPPEKIIMM T103bl #BEHETOK/IAKCA B CIyUyae
ero MCroJib30BaHus1 BMecTte ¢ MHruomuropamu CYP3A. Jlo3a #BeHeTOK/IaKca CHMsKaeTcss Ha 50
% TIpy COBMECTHOM MCIIOJIb30BaHUM C yMepeHHbIMMU uHrubutopamu CYP3A (Hampumep,

dirykoHa301™*, BOPMKOHA30/1™*) U CHMKaeTcst Ha 75 % Ipy COBMECTHOM MCIOJIb30BaHUU C

MOITHbIMM MHTMO6MTOpamu CYP3A (Hampumep, Kapbamasenuu™*, GeHUTomH**).

IIpunoskeHue A3.2. JloarocpouyHbie pe3yabTaThbl Tepanumu Ph-
HeraTuBHBIX OJIJI B3pOoCabIX B 3aBUCMMOCTH OT IIPUHLIMIIA
XVMUOTEeparneBTUYeCKOro Bo3eiCTBUSI

Ta6numa 5. JloarocpouHble pe3yiabTaThl Tepanuyu Ph-nHeratuBHbiXx OJIJI B3poOCibIX B

3aBMCMMOCTH OT IIPMHLNIIA XMMMOTEPAIIEBTUYECKOI'O BO3ECTBUS

MpuHUuMn UccnepnoBaTtenbckas MaumeHTbl AnnoreHHas 5-netHsas OB
XUMUoTepaneBsTU4YECcKoro rpynna TrCKse 1 MNP
BO3AeACTBUA
NUmnynbcHoe (Hyper-CVAD) OHKONOTNYECKNIA  Hay4UHbIN n=178 HeTt 38 %
LeHTp UMEHN M.A4.
AHpepcoHa [56]
TpaanumoHHoe MRC UKALL XII/ECOG n = 1031, 15-55 PeannsoBaHa vy EcTb noHOp =
E2993 [62] net 76 % 53 %
HeT goHopa =
45 % (p =
GMALL [55] n = 504, 15-55 PeanusoBaHa vy 54 %
ner 70 % v3 rpynne.l
BbICOKOIO pucka
MeanaTpuyeckmin noaxon PETHEMA [64] n = 81, 15-30 nerT, Het o 21 ropga =
rpynna 77 %
CTaHAapTHOro B Bo3pacte ot
pucka 21 po 30 =
63 %
HenHTeHCMBHOE, HO HeNpepbiBHOE OJ1/1-2009 [65] n = 298,15-55 net tF:eanvlsoBaHa y 7 60 %
/o

IIpunoxeHne A3.3. TakTHKa NpoBeJeHUS A/I/IOTeHHOM
TpaHcIvIaHTauuum KM/remornosTnuecKmux CTBOJIOBBIX KjaeTOK 1mpu OJIJ1

Ta6mmma 6. TakTuka IMpoOBedeHMs a/UIOTeHHOI TpaHciuiaHTauuyu KM/reMorosTudeckux

CTBOJIOBBIX Ky1eTOK ripu OJIJI

Puck B pneb6irorte

3aboneBaHus

Mokazanua k anno-TrCK

AoHop F'CK

TrCK ot anbrepHaTUBHOIo
AOHOpa

Bbicokuin puck OJ1J1

Bce nauneHTbl B
nepeble 3-4  MecC
anarHoctmku OJ11

1 NP, s
nocne

HLA-MAEHTUYHbIN
POACTBEHHbIN,
HEepPOACTBEHHbIN*

3KCHepMMeHTaﬂbHOE
neyeHune

CraHzapTHbI puck OJ11

Mpwn nepcucrteHumn MOB

HLA-1AEHTUYHbIN
POACTBEHHDIMN,

He pexkomeHayeTca




HEpPOACTBEHHbIN*

Peunane 3abonesaHusi, B Bcem naymeHTam nocne HLA-MAEHTUYHbIN DJKcnepuMeHTanbHoe
TOM YnC/ie MOJEKYISIPHbIN OOCTUXEHUSN pemuccmn POACTBEHHbIN, neyeHmne
3aboneBaHuns HEpPOACTBEHHbIN*

[Tpumeuanne. *CoBMectumocTb o antureHam HLA 10/10 uan 9/10.

IIpunoxeune A3.4. PekomeHaanum 1mo npo@miakTuaecKomn
IIPOTUBOPBOTHOM Tepanumn

Tao6muia 7. PekoMeHgaumy Mo mpo@uaakTMuecKoii IpOTUBOPBOTHOM Tepanum

Puck

SMEeTOreHHOCTH

Bbicokuit KoMbuHaumsa aHTaroHmcta 5-HT3-peuentopoB, AekcameTa3oHa** n anpenutanTa
AHTaroHuct 5-HT3-peuentopoB (BbibupaeTcs 1 M3 NpMBEAEHHOIO NEPEYHs):
e OHAAHCeTpoH** (nepopanbHo, 16-24 mMr nnu B/B, 8-12 ™mr)
e rpaHuceTpoH (nepopanbHO, 2 Mr, UAW nepopanbHo, 1 Mr, 2 pas3a B cyTku, wnu B/B, 0,01 Mr/kr,
Makcumym - 1 mr)
e TponuceTpoH (B/B, 2 Mr);
e ManoHoceTpoH (nepopanevHo, 0,5 mr, unn B/B, 0,25 Mr)
e fekcameTasoH** (nepopanbHo, 12 Mr, unu B/B, B 1-n AeHb + nepopanbHO unu B/B, 8 Mr, BO 2-3-1
AHK);
e anpenuTaHT (nepopanbHo, 125 mr, B 1-1i AeHb, nnu nepopanbHo, 80 Mr, BO 2-3-1 AHK)

YMepeHHbIN KoMbuHaums aHTaroHucta 5-HT3-peuentopoB 1 gekcaMeTasoHa** (anpenuTaHT MOXET UCMOsb30BaTbCs Y
OTAE/bHbIX NAaUNEHTOB, B 3aBMCUMOCTMN OT NOSTy4AEMOr0 MMU pexmnMa XuMuoTepanum).
1-1 neHb 2-3-1 gHKn
AHTaroHucTt 5-HT3-peuentopoB (Bblbupaetcsa 1 AHTaroHmct 5-HT3-peuentopoB (BblbupaeTcs 1 wu3
N3 NpUBEAEHHOrO NepeyHs): NpMBELAEHHOIO NepeYyHs):
e OHAAHCETpPOH** (MepopanbHo, 16-24 Mr, uan ° OHAAHCeTpoH** (nepopanbHo, 16-24 wMr,
B/B, 8-12 mr) wnu B/B, 8-12 mr)
o rpaHuceTpoH (nepopanbHO, 2 Mr, Wan o rpaHuceTpoH (nepopanbHO, 2 Mr, WK
nepopanbHo, 1 Mr, 2 pa3a B CyTku, wiu B/B, nepopanbHo, 1 Mr, 2 pasa B cyTtkmu, mnu B/B, 0,01
0,01 Mr/kr, Makcumym — 1 Mmr) Mr/KF, MaKCUMyM — 1 Mr)
e TponuceTpoH (B/B, 2 Mr); e TponuceTpoH (B/B, 2 Mr);
e masioHoceTpoH (nepopaneHo, 0,5 Mr, unu B/B, e ManoHoceTpoH (nepopanbHo, 0,5 Mr, wnu B/B,
0,25 mr); 0,25 mr);
o aekcameTtasoH**  (nepopanbHO WU e JekcameTas3oH** (nepopanbHo wnu B/B, 8 nnun 4
BHYTPMBEHHO, 12 Mr); Mr, 2 pa3a B CyTKW);
e anpenuTaHT (NepopanbHo, 125 Mr) ° anpenuTaHT (nepopanbHo, 80 Mr, ecniu

NCnosb30Bancs B 1-i AeHb)

Huskunin e JekcaMmeTasoH** (nepopanbHo uam B/B, 12 mr)
e npoxnopnepasuH (NnepopanbHo unm B/B, 10 Mr, kaxxablie 4-6 4);
e MeToknonpamua** (nepopanbHo nnu B/B, 10-40 mr, kaxxable 4-6 4)

MUHUManbHbIN PyTuHHaa npodunaktnyeckas Tepanus He TpebyeTtcs (cnegyeT paccMOTpeTb BOMPOC 06 MCMOnb30BaHUU
@HTUM3METUKOB, MEPEUYNCIEHHbIX AN MePBUYHON NPOPUAAKTUKN TOWHOTLI/PBOTHI Y MaLMEHTOB HU3KOro
pucka)

[1]0HM yKa3aHbl OTHOCUTE/IbHO Havaja rpedasbl Teparnnn.

[2] B 3aBUCMMOCTM OT II€PEeHOCMMOCTM IIpeIbIAyIiero Kypca [O03bl IIpernapaTroB
YBeIMUYUBAIOTCS WU yMeHbIIaTca Ha 20 %.



IIpunokeHue b. AIropUuTmMBI JeiCTBUI Bpadya
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Puc. 2. Anzopumm npuHsmus peuierust Ha momeHm duazHocmuxu OJI1



ITpunokenue B. Undopmanust ajisi mamyeHTa

OJIUI mnu octpeiit aumdosneitko3 — 3TO 3j70KauecTBeHHOe 3abojieBaHMEe KPOBEHOCHOI
cucteMbl. KM, B KOTOpOM BbIpabaThIBAIOTCSI KJIETKM KPOBMU, TPOU3BOIUT CIMIIKOM OOJIbIIIOE
KOJIMYECTBO He3pesbIX OebIX KPOBSHBIX Tejel. B HOopme y ueloBeKa BCe KJIETKUM KPOBU
pacTyT ¥ OOHOBJISIIOTCSI HOCTAaTOUYHO pPaBHOMEPHO, IMPOUCXOOUT CAOXKHBINA IPoIllecc Mx
cospeBanus. OgHako npu Bo3sHMKHOBeHUM OJIJI 3TOT mpolecc BbIXOAUT U3-II04 KOHTPOJIS.
benble KpOBSIHbIE TeJjiblla HE pPACTyT M BbI3PEeBAlOT, MpeBpalllasiCb B IIOJHOLIEHHbIE
(QYHKIMOHAIbHBIE KJIETKM, a HAUMHAIOT OBICTPO M OECKOHTPOJBHO AeaUThCs. IToCTOSIHHO
yBEJIMUMBASICb, OHM BBITECHSIIOT 3/10pPOBbie Oejible KJIeTKM KPOBU (JI€KOIIUTHI), KpacHbIe
KJIETKM KpOBU (IPUTPOLMTHI) M KPOBSHbIE IUIACTUHKM (TpoMOOLMTHI). B pesynbraTe
pa3BMBaeTCsl HexBaTKa HEOOXOAMMOrO uuciaa 340POBbIX KIETOK. MaslokpoBue (aHemMusl),
MH@eKINM U KPOBOTOUMBOCTD SIBJISIIOTCSI He TOMbKO cienctBueM OJIJI, HO U ero mepBbIMU
CUMITTOMaMM. MI3Havya/JIbHO JIeiiKO3bl HE OTPAaHMUYMBAIOTCSI KaKOM-TO OIpeaeIeHHOI YaCThIO
orpanusMa. PacrpocTtpansisicb M3 KM B KpOBb, OHM IIOpaXawT U JUM@PaTUUYECKYI0 TKaHb
(muMmdartmueckast cucrema), U Ipyrue OpraHbl, M, Kak CJIeACTBUE, BCIO CUCTEMY OpPTaHOB.
[TosTomy, Kak M ocTajibHble J1eiKo3bl, OJIJ OTHOCUTCS K CUCTEMHBLIM 3JI0KaYeCTBEHHBIM
3a6oneBanusaM. Teuenne OJIJT ocTpoe. be3 neueHus jiefikeMuuecke KIeTKU YBeJINUMBAIOTCS
M TIOpaKalOT OpraHbl uYejoBeKa. 3abojeBaHMe IIPUMHMMAET TspKejble (OpPMBbI, CMEpPTh
HaCTyIlaeT yepe3 HeCKOIbKO MeCsIIEeB.

OJIUT - camasi pacripocTpaHeHHasi ¢popma Jieiiko3a y JeTeit M IOAPOCTKOB, OH COCTaBJISIET
MpUOIU3UTEIbHO OOHY TPeThb OT UMc/Ia 3JI0KaYeCTBEHHbBIX 3a00jeBaHMII B OETCKOM U
rogpocTkoBoM BospacTe. OJIJI MoryT pasBuBaTbCS B JIIOOOM BO3pacTe, B TOM 4YMCjie U BO
B3powioM. OmHAKO yalle BCero OHU IMopaykaroT AeTeir oT 1 1o 5 jieT, a MaJbuMKOB — HAMHOTO
yaiie, yeM 1eBOYeK.

[Tp OJIJT mpomcXOoOouT 3J7I0KaueCTBEHHOEe WM3MeHeHMe (MyTalusi) He3pesblX KIeTOK-
MpealiecCTBeHHUKOB JMM@OIMTOB. MyTalysi MOKeT MPOUCXOAUTb Ha Pa3aUUHbIX CTaAMUSIX
Pa3BUTUSA KJIETKU. A 3TO 3HAUMUT, UTO IOPAKAKIOTCSI HEe TOJbKO pa3jnMyHble MOATPYIIIIbI
AuM@OIUTOB, HO U UX pomoHadyaabHUKU. [ToaTomy B OJIJI cyliecTByeT MHOXeCTBO (hopM
3aboneBanus. Hampumep, B-kimerounasg ¢opma OJIJI Ha3bIBaeTcs TakK MO MMEHM KJIETOK-
NpeaiecTBeHHUKOB B-num@oiinTos, T-KiIeTouHbIe J1eiiKO3bl YKa3bIBAIOT HA MTPOMCXOKIEeHME
OT KJIeTOK-IpeAliecTBeHHMKOB T-muM@pounToB. BakHO 3HATh, UTO CYIIECTBYIOT pa3HbIe
dbopmbl mnu mogsapuanThl OJIJI. OHM MOTYT OCTaTOUHO CUJIBHO OTIMYATBLCS APYT OT Apyra U
10 TeueHMI0 OO0je3HM, M IO BO3MOXKHOCTM WU3JIEUUTbCS (TIPOTHO3). OTU pas3Inuus
YUUTBHIBAIOTCS B BbIOOpE TepareBTUYeCKO CTpaTermmn.

CumrniTomsl, ¢ KOTOpbIX HauMHaeTcss OJIJI, Kak ImpaBujio, pa3BUBAKTCS 38 HECKOJIbKO HeJlellb.
3/I0KaueCTBeHHble  KJIeTKM  pacrpoctpaHsoorcs no KM wu gpyrum  opraHam.
BecripensTcTBeHHO pasMHOXasicb B KM, /ieiiko3Hble KJIETKM He AT pacT HOPMajlbHbIM
KieTkaM KpoBu. [TosTomy y 3ab6oseBiiux OJIJI cHauvasia MOSIBASIIOTCS OOIMe CUMIITOMBI
06071€3HEHHOTO COCTOSIHMSI: BSIJIOCTb, C1a0OCTh, OJieMHOCTh (aHeMUs). OTU CUMIITOMBI
OOBSICHSIIOTCSI HEXBAaTKOW KpaCHBIX KPOBSIHBIX TeJjiell, KOTOpble [OJIKHBI TOCTaBJISITh



KUCOPO, AJIs1 APYTUX KJIETOK opranmsma. JleuimuT moaHOIeHHbIX 0e/IbIX KPOBSIHBIX TeJIel]
(Hampumep, AUM@OLMTOB M TPaHYAOLMUTOB) MPUBOAUT K oOcCAabJIeHNI0 MMMYHUTETA,
pasBMBAIOTCS YacTble MHMEKUMM C¢ BBICOKOW TeMmIlepaTypoii. I3-3a OTCyTCTBUS
TPOMOOIIMTOB, OTBETCTBEHHBIX 3a OBICTpOE CBepThIBaHME KpPOBM, MOIYT BO3HMKATh
TOUEUHbIe KPOBOM3JMUSIHMS HAa KOXe U  KpPOBOTEUYEHUSI CIAM3UCTBIX  0OO0OYeK.
PacmipocTpaHsisicb II0 OpraHuMsmy, JielikeMuueckue KIeTKM IIPUBOASIT He TOMbKO K
M3MEHEHMSIM B COCTaBe KPOBU. Y HeTeil MOSBJSIOTCS 00U B pa3IMUHBIX opraHax. Tak Kak
JIeJiKO3HbIe KJIeTKM 3aIlOHSIIOT KOCTHbIE 1oj10CcTH 1 KM, TO KOCTM HauMHAIOT 00JIeTh, ITPesKIe
BCEr0 KOCTM pPyK M HOT. 3J/I0KauecTBEHHbIe KJIETKM 3aro/JHSIOT TeueHb, Ceie3eHKY U
nuMbaTUIeckme y3ibl. VIX OTeK MPUBOAUT K OOJISIM B SKMBOTE. B IIPUHIINIIE HM Y OJHOIO U3
OpPraHoOB HEeT 3aIlMThI OT JIeJikeMnJyeckux KieTok. Y mauyeHToB ¢ OJIJI 3710KayecTBeHHbIE
KJIeTKM MOTYT IPOHMUKHYTb M B MSITKYI0 MO3TOBYIO OOOJIOUKY, IT09TOMY ITOSIBJISIIOTCSI
rOJIOBHbIE 00JIM, MapaJny JIMIEBOTO HepBa, HapylleHue 3peHust u/min pBota. CUMIITOMBI
OJIJI MOT'YyT CMJIBHO OTJIMYATBLCS Y pasHbIX Jitogein. OouH mian gaxke HeCKOJIbKO CMMIITOMOB He
00s13aTeIbHO YKa3bIBAlOT Ha TO, UYTO 4YeJiOBeK 3abosiesn jeiikemueit. MHoOrue "3 HUX
TIOSIBJISTIOTCSI ITPM CPAaBHUTEIbHO 0e300MIHBIX 3a00/1eBaHMSIX, HE MMEIOIIMX OTHOIIEeHUS K
neiko3y. OmHaKO e/ IOSIBJSIIOTCST 60/, Mbl PEKOMEHIyeM HeMeIJeHHO o0paliaThCs K
Bpauy, YTOOBI BBISICHUTH UX NpUpomy. U eciu meiicTBUTENbHO mocTtaBjeH auarHo3 OJI, ero
HY>KHO CPOYHO JIEUUTb.

Ecn B uctopum 6one3Hu (aHaMHe3) WM JTaHHBIX OCMOTpa Bpad HaxoauT mpusHaku OJI,
MalMeHT I0jlyyaeT HallpaB/JeHMe Ha pas3sBepHYThIM aHaiu3 KpoBu. Eciu orpepeieHHbIe
M3MeHEeHMs B reMorpaMme (3armcy COCTaBa KPOBM) MOATBEPXKAAIOT MOL03pEeHNS Ha JIeKO3,
TO 71 OKOHYATEJIbHOTO AMarHo3a HeoOXoauMo IOayunTh KaeTKM KM (KOCTHO-MO3roBas
myHKLMs). [TosToMy Bpau gaeT IalMeHTy HamnpaBjieHMe Ha JajbHeliliee o0cC/iemoBaHNe B
cTalMoHap, Crienaan3upyomuniics Ha 001e3HsIX KPOBY U 3JI0KaUeCTBEHHBIX 3a00/IeBaHUSIX.
[To aHanmm3y kKpoBu 1 KM MOXXHO TOYHO ONpenenuTb HaJludue M BUJ, JieiiKo3a y IalyueHTa.
KpoMe TOro, cCOBpeMeHHbI/i MMMYHOJIOTMUECKNIA M TeHeTUUYeCKNii 1abopaTOPHbBI aHaIM3
103BoOJIsIeT He TONAbKO BbigenuTb OJIJI u3 gpyrux BUOOB JiefiKO3a, HO U OIPeNeIuTb
KOHKpeTHbIN Tuil OJIJI. 3To BajkHOe yCjIoBMe IJisl TJIAHMPOBAHMS TOYHONM Tepanuu, IOTOMY
uTo pasnnuHbie TuUribl OJIJI oTanyarTcsa Apyr OT Apyra Ha KIETOYHOM M MOJIEKY/ISIPHOM
YpPOBHE, IIO-pPa3sHOMY IIpOTEeKaeT XOJ OoJie3HM, MO-pa3sHOMY OII€HMBAIOTCS IIAHChI Ha
BBI3JOpPOBJIEHME (IIPOTHO3) M YYBCTBUTEIBHOCTD K Tepanuu. Kak TOJIBKO MOCTaB/IeH AMarHo3
OJIJI, oig minaHa JieueHUsl BBISICHSIOT, MOPa’keHbl JIM JIeMKeMUYEeCKMMU KJIeTKaMu Apyrue
oprasbl, Kpome KM, HampuMep TrOJI0BHOI MO3T, leUeHb, Ccele3eHKa, JMMpaTndecKue y3Jbl
WM KOCTU. [IMarHo3 omnpenessieTcs: Mo M300pakeHMI0 U3 PasanIHbIX MCCIeI0BaHM, TaKMUX
KaK yJAbTPa3sBYKOBOE, PEHTTeHOBCKOEe, MarHMTHO-Pe30HaHCHAasl UM  KOMIIbIOTepHas
ToMmorpadus, cuuHTUrpadums Kocreit ckeneta. UToObI onlpenennTh, mopaskeHa jau ITHC, 6epyT
1po0y CIIMHHOMO3TOBOM KMAKOCTM (JIIOMOabHAs IYHKLMS) M MCCIEAYIOT ee Ha Haludue
JIeikeMMYeCKx KJIeTOK. [JanbHeiliass MOATOTOBKA K JIeUeHUMIO 3aK/IHYaeTCs B IPOBepKe
cepaeuHoit mesiTenbHOCTU (9nekTpokapayuorpadusi, DKI' u sxoxkapauorpadusi, IxoKI) u
(DYHKIIMOHAIBHOTO COCTOSIHMSI Mo3ra (anekTposHuedanorpadpus, 39I). HM3meHeHUs,
KOTOpbIe MOTYT IIPOMU30MTU BO BpeMs Tepamnuu, OOKHbI OLleHUBAThCSI HA OCHOBAHUMU 3TUX



MCXOMHBIX MaHHbIX. KoMIiekcHbIe labopaTOpHbIe MCCAe0BaHMS [TIOMOTAlOT OIleHUTDb 00I1ee
COCTOSIHME TalleHTa M YCTAaHOBUTD, MMEIOTCS JIM Y HEero HapylileHus oOMeHa BellleCTB U
QYHKIMIT KaKMX-TMO0 OpraHoB (HampuMep, OYeK MM TTeUeHN), BOSHUKIINMX 13-3a JIeIK03a,
YTO MOSKET ObITh 0COOEHHO BaKHO 10 MJIM BO BpeMms JieueHMs. [IJIsT BOSMOXKHO HeOOXOAMMbIX
repeyiMBaHui KPOBY CJieflyeT YCTAHOBUTD TPYIIITY KPOBY MallMeHTa.

He Bce mccreqoBaHms 00s13aTeNbHbI IJIST K&XKOOTO namueHTa. OT MegUIIMHCKMUX PAaOOTHUKOB
Bbl MOMyuYMTe MHPOpMAILIMIO O TOM, KaKuMe MMEHHO [AMarHOCTUYecKue Mpolieaypbl
HeOoOXOIVMMBI 1151 IVTAaHMPOBAHMS Tepalinu.

B ciyuae nmontBepskaeHus auardosa OJIJI manyeHTa CPOYHO HAIPaABIISIIOT B OHKOJIMCIIAHCED
WIN 1IeHTp, IJle MMeIOTCS M BO3MOXHOCTb Haubojee cOBpeMeHHOro u 3(pdeKTMBHOTO
JleueHMsl, ¥ y3Kue CIeLMaJMCThl 110 paKOBbIM 3a00/ieBaHMSIM (Bpauu, MeIcecTphl). Bpaun
CIIeIMaIN3MPOBAHHBIX OTHEJEeHMI TTOCTOSSHHO HaXOASTCS B TeCHOM pabouemM KOHTAKTe,
JeyeHue Tal[MeHTa IPOBOAUTCS MMM II0 COBMECTHO pa3pabOTaHHBIM M CUCTEMaTUUYHO
yCOBepIlIeHCTBYEMbIM IJIaHAM Teparmin.

LlenTpanbHoe mecTo B JjieueHuu OJIJI 3anmmaer XT. XT — 3To jleyeHne MeamKaMeHTaMMU,
KOTOpbI€ MEIIAI0T POCTY KJIETOK (LUTOCTATUKMU). Y HEKOTOPBIX MAlMeHTOB AOMOJTHUTEIbHO
oobmyuaetcst ITHC (o6myueHne rojoBbl). B HEKOTOPBIX ciaydasx rnmpumeHsieTcs: XT BbICOKMMM
noszaMmu mnperapatoB ¢ nocienyoiiein TT'CK. Ilenb nedeHns — M0 BO3MOXHOCTU MOTHOCTBIO
YHUYTOXUTD JIelikeMuuecKue KJIeTKM BO BceM opraHusme, yTo6bi KM BHOBbL cMOr paboTaTh
KakK KpOBETBOPHbLIN opraH. VHTeHCUMBHOCTb M MPOHOIKUTENbHOCTh XT, HEOOXOOMMOCThb
o6myuenus ITHC man TI'CK, a Takoke IIpOrHo3 601e3HM 3aBUCST IIPEKIE BCETO OT TOr0, KAKUM
umeHHO Tuiiom OJIJI 60JieH MalyeHT, HACKOJIbKO JIeJIKeMUYeCcKe KJIeTKM PacIpoCTPaHMUINCh
110 OpraHM3My U Kak JIeiiko3 pearupyeT Ha Tepaliuio. JleueHue 3peiokaeTOUHOM B-dhopmbl
OJIV ornmyaeTcss OT JiedeHMsI Bcex ocTajabHbIX mnoaTumnoB OJIJI. ITanmMeHTBI C TakuM
IMarHO30M MOJIYYalOT TY Ke Teparuio, YTO M IalMeHThbl C HeXOMXKMHCKOM JMMQPOMOi1 13
3penbiX B-kneTok. [ToaTromy cienytoiias MHGopMalus 0 Xofe jedeHsI K HUM He OTHOCUTCSI.

Jleuenne mnauyeHToB C auarHodom OJIJI (kpome 3penokieTouHoii B-dopmbr OJII)
rogpaspaensercs Ha 4 6onaplnx stamna. YeTsipe ¢assl Tepanuy OTIMYAIOTCS APYT OT ApyTa 110
MIPOAO/IKUTENILHOCTU, IO MCIOAb30BAHUIO HEKOTOPbIX MeAMKAMEHTOB, a TakKxke II0
MHTEHCUBHOCTU U LelsaM JieueHus. 1. MHaykumsa: stan uMHTeHCuBHOM XT, ero uenp —
VHUUTOXUTh 32 KOPOTKOE BpeMs MaKCUMMaJbHOE YUCIO JIEMKO3HBIX KJIETOK U OOCTUYD
pemuccun. JleueHue OAUTCS MPUOAU3UTENBHO OT IISITU 0 BOCbMU Hefesb. 2. KoHconumaius
M MHTEHCUBHAS Tepanusi: jeueHne MPoOBOAUTCSI HeCKOJIbKO MecsieB (IpMMepHOo OT 2 10 5),
ero 1Iejib — C IOMOIIBI0O HOBBIX KOMOMHAIIMII ITpernapaToB MHPOMO/IKUTb YHUUTOXKEHNE
JIeiIKeMMYeCKMX KJIETOK M 3aKpenuTb pPeMUCCUI0. BaKHbBIM 31€eMEHTOM  SIBJISIeTCS
npodunakTuka nopakenus LIHC (rmpeBeHTHBHOe jeueHue). [Ij1s1 3TOro B CIMHHOMO3T'OBO
KaHaJd BBOAATCS MeAMKAMEHTbhl M IIPM HeOOXOOMMOCTM HOIOJHUTENIbHO Ha3HayvaeTcs
006JTyueHye TOJIOBHOI'O MO3ra (HaIlpumep, eCcyiv MMeITCs AaHHble o nopakennuu ITHC). dToT
3Tan OO/DKEeH He OOMYCTUTb TOoIagaHus JieiKeMUYeCKMX KJIEeTOK B TOJIOBHOM U CIIMHHOM
MO3T WM, YTO ObIBaeT yallle, UX pa3MHOXeHMsI. 3. PeMHIYKIIMS: TedeHMe TTPOBOAMUTCS KakK B



repuoa UHIAYKIVU, eTo 1eJib — OKOHYATEJIbHO Pa3pyLIUTb BCe JIeiIKeMUUYecKue KJIeTKU U TeM
caMbIM MMHMMM3UPOBATh PUCK Bo3BpaTa OonesHu. OOmAsT MTPOAOKUTEILHOCTD
PEMHAYKIIMM MOXET COCTaBJISITb OT HECKOJbKUX HeJe/lb OO0 MecslleB, Ha 3TOM 3Tarie (asbl
MHTEHCUBHOIO JieueHMs1 yepenyrorcs ¢ nmaydamu B XT. 4. [logagepskuBaroliee jeyeHne UIn
IOJIUTe/bHAsT Tepalys: Ha 3TOM STare HasHadalTcs HeBbIicOKMe 03kl XT. Ocob6eHHOCTHb
JIeUeHMS 3aK/II04aeTcs B TOM, UTO OHO ITPOBOAMUTCS IJIUTEIbHOE BpeMsl, KaK IPaBuiIo, II0Ka
ero oOLuii CPOK He COCTABUT 2 roga. JleueHue MpouCXOAUT B OCHOBHOM aMOY/IaTOPHO, €0
1leJlb — YHUUTOXUTD BCe Te JieliKeMuueCKue KJIeTKM, KOTOpble CMOIIM BbDKUTh Aaxke IOCIe
MHTEHCUBHOM Teparunun.

bosbllioit mporpecc B Tepanuyu 3a MOCJAeIHUE TPU OeCATWIeTUSI 3HAUUTEIbHO YBeIUYUI
maHchl usneuntbcs oT OJUL. biaromapst BHeApeHMIO COBpeMEeHHbIX MeTOA,0B MUCCIeN0BaHNUS U
6omee 3¢p@eKTUBHBIX CTAHAAPTU3UPOBAHHBIX IIPOTOKOJIOB KOMOMHMpoBaHHOI XT
BbI3ZIOpaBaMBaloT 0kojo 70 % 3ab6omeBiiux OJIJI. Eciu mammeHT MposKMII Mocje jJedeHus 5
JeT 6e3 pelMAMBOB, OH CUMTAeTCS 3A0pOBbIM (5-JIeTHSISI BbIKMBAEMOCTb). Y YacTu
MaleHTOB MOKeT HabIoaaTbCss BO3BpaT 3aboeBaHus (peuuans). Kak mpaBuio, pelnanB
HACTyIIaeT B IepBble 2-3 rofa nocjie yCTaHOBJIEHUS IMarHo3a U B KpaHe pegKux Caydasx —
rocae 5 jet. B 1elo0M 1IaHCHI BbI3JOPOBETDh IIPU peluaBe 3HAUUTE/bHO HMKe, ueM Ipu
TepBUYHOM 3a00/ieBaHMM, XOTSI Y HEKOTOPbIX 3a00JIeBIIMX MOBTOPHOE JiedeHlMe AOCTUTaeT
Xopoliero pesynabrata. Heobxomumoe 3amMeuaHue: Ha3BaHHbIe MPOLIEHThI BbI3JOPOBEBIINX
SIBJISIIOTCSI CTAaTUCTUYECKMMM MoKasaTensiMu. OHM TOYHO M TOCTOBEPHO OIMCHIBAIOT JIMIIb
COBOKYMHOCTb 3a6oseBinx OJI. CTaTuCTMKa He MOKeT IMpeacKkasaTh, BbI3JOPOBeeT MallMieHT,
UIn HeT. JIeitKko3bl maxke IIPU CaMbIX OJIaTOMPUSTHBIX MM HeOGJIarompUsITHBIX YCIOBUSIX
MOTYT IPOTeKaTh aOCOMIOTHO HempenacKkasyemo.



IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIMHNUYECKUX PEKOMEeHIAIUIX

IIpunoskeuue I'l. IlIkasa oeHKM O0IIEro COCTOSIHMSA MalyeHTa 1o
Bepcun ECOG

IlIka/sia oIeHKM OOLIEero cOCTOTHMA nanuenTa mo sepcun ECOG
OpunnuHanbHoe Ha3BaHMe: The ECOG Scale of Performance Status.

Hcrounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative
Oncology Group. Am ] Clin Oncol 1982;5(6):649-65 [16].

Tum: mkana oLleHKH.
HasHaueHne: KIMHMUYECKAs OLleHKa OOIIIero COCTOIHMSA IMalMeHTa.
ComepskaHyMe U MHTePIIpeTalms:

Tao6mmia 8. IlIkana o1leHKM 0011ero cocTosTHMS naiyeHTa 1o sepcun ECOG

Crartyc (6annbi) OnucaHue o6wero cCocTosHMA NaLueHTa
0 MauMeHT NOMTHOCTbIO aKTUBEH, CMNOCOo6eH BbINOJIHATb BCe, Kak U A0 3abosieBaHusA
1 MaumeHT Hecnoco6eH BbIMOJIHATb TAXKEJNYl0, HO MOXXET BbINOJIHATb JIErKyl0 WM CUAAYYIO

pa6oty (HanpuMep, JIerkyo AOMaLLHIO WU KaHLUeNnspckylo pa6oty)

2 MaumeHT neuntca ambynaTtopHo, cnocob6eH kK caMoo6CNy)KMBaHUIO, HO HE MOXXET BbIMOJIHATb
pa6oTty. bonee 50 % BpeMeHU NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHUM

3 MaumeHT cnocobeH NuWb K OrpaHUYEHHOMY CaMoO6Cny>XMBaHUIO, NPOBOAUT B Kpecse unm
noctenu 6onee 50 % BpeMmeHu 6oppcTBOBaHUS

4 WuBanup, coBeplieHHO He cnocobeH kK CaMOOGCﬂy)KMBaHVIIO, NMPpUKOBaH K Kpecny wiun
nocrenm

IIpunoxxeumne I'2. UmmyHosmornueckas kiaaccubuxraums OJIJ1

Ta6numa 9. immyHonormnueckas kinaccudukanys OJIT

KntoueBble Mapkepbl ans amarHoctnkun OJ1J1 n3 npepwectseHHMKOB B-numdountos: CD19+ n CD79a+ u/mnu cyCD22+

CD 10- ON1 3 npo-B-numdobnactos (B-I)

CD10+ cylg- Common- OJ11 (B-II)

cylg+ slg- OJ11 u3 npe-B-numdobnactos (B-III)




slg+

OJ111 n3 3penbix B-numdoumntos (B-IV)

Kntouesble Mapkepbl ans OJ1J1 u3 npealwectBeHHUKOB T-NTMMOOLNTOB:

cyCD3+ n CD7+

cyCD3+ CD7 TOnbKO

OJ11 n3 npo-T-numcobnacros (T-I)

CD2+ w/vinn CD5+

OJ11 n3 npe-T-numdobnactos (T-1I)

CD1la+

OJ1J1 n3 kopTukanbHbixX T-numdobnacros (T-I1I)

sCD3+ CD1la-

OJ11 u3 3penbix T-numdoumtos (T-1V)

sCD3+ aHTu-TCR a/B+

a/B+ T-kneTtouHbit OJI1 (rpynna a)

sCD3+anti-TCR y/0+

y/3+ T-knetouHblit OJ1J1 (rpynna b)

IIpunoxxeumne I'3. OcHOBHBIE reHeTHUecKue aHomaauu upu OJIJ1

Tao6auma 10. OcHoBHbIe reHeTHUeckue aHomauu rmpu OJI1

t(7;10)(g34;q924)

HOX11 TCRP

Oetn: 7 %

onn AHOManusa BoBJsieyeHHbIe reHbl YacroTa MeToa aerekuumun
B-kneTo4HbIN t(9;22)(gq34;911) BCR ABL B3pocnblie: 30 % oT-nup
Oetn: 3 %
t(12;21)(p33;922) TEL AML1 B3pocnble: <1 % oT-nup
Oetn: 20 %
t(4;11)(g21;923) MLL AF4 B3pocnble: 5 % oT-nup
Oetun Maaawero
Bo3pacTta: 60 %
t(1;19)(g23;p33) E2A PBX1 5% oT-nup
t(8;14)(g24;q932) c-MYC IgH 1% FISH
t(17;19)(g22;p33) E2A HLF <1 % oT-nup
t(11;19)(g23;p33) MLL ENL <1 % oT-nup
MyTtauun JAK1/2/3 10 % CekBeHnpoBaHue
T-KNeTOYHbIN t(10;14)(g24;911) HOX11 TCRa/B B3pocnble: 31 % oT-nup

t(5;14)(g35;932)

HOX11L2 TCRa/B

B3pocnble: 13 %

OT-NupP, FISH

Oetn: 20 %
t(1;14)(p32;q11) TALI TCRa/B 1-3 % oT-NupP
HopManbHbIN |p32 SIL TALI 9-30 % oT-nup
inv(7)(pl5q34), t(7;7) FeHbl HOXA TCRP 5 % FISH, OT-MNLP
t(10;11)(p33;q14-21) CALM AF10 10 % FISH
t(9:;9)(q34;q34) NUP214 ABL1 6 % FISH
t(9;14)(q34;q34) EML1 ABL1 <1 % FISH
MyTtauum NOTCH 1 NOTCH1 50 % CekBeHupoBaHue
MyTaunn JAK1 JAK1 18 % CekBeHMpoBaHue




